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Ilpeducnosue

MOJIOTUYECKAsT XUMMUST SIBJISIETCSl OHOK M3 (pyHIaMEHTaJbHBIX TUCUUIUIMH,

o0ecreunBarolMX MOArOTOBKY KBaJIM(UIIMPOBAaHHOTO Bpauya. Bocmpusitue

1 YCBOEHUE OMOXUMUM 3aBUCUT OT yU4eOHOM crcTeMbl Kadeaphl, B TOM YKC/Ie
OT KauyecTBa U CTUJIS yueOHUKa.

B nocnenHee Bpemsi co3aaH psijl MPEBOCXOIHBIX YYEOHUKOB, HO OHM, KaK Ipa-
BUJIO, OOBEMHBI U U3JIUILIHE MOAPOOHBI. ABTOPBI CTABWJIM CBOEH 1IEJbl0 HallMCAaHUE
yuyeOHUKa, KOTOPbIi Obl HE TOJbKO COOTBETCTBOBAJI 00pa30BaTEIbHOMY CTaHIAPTY, HO
B TO K€ BpeMsI OTBeuaJl KpUTEPUIO MUHUMAIbHOCTU U IOCTATOUHOCTHY MTPU OOYYeHUU
Oynyliero Bpava.

B nanHoM yuyeOGHMKe 14 pasnesioB, MOCBSIIEHHBIX OCHOBHBIM BOIIpocaM OMOJIOTH-
yeckoil xumuu. [1pu M310KeHUM MOIOXKEHUM KJIaCCUYECKO OMOXUMHUM aBTOPbBI CTPe-
MWINCh MCTIOJIb30BaTh MUHUMAIbLHOE KOJIMUECTBO (POpMYJIbHOTO MaTepuaia. Y4eOHUK
3HAKOMUT CTY/IEHTa TakXe ¢ HOBbIMW HayYHbIMM (hakTaMu U 000OIIeHusMU. Tax,
B pasjieJie, MOCBSIILEHHOM MAaTpUYHBIM OMOCUHTE3aM, BKIIIOUEHBI CBEICHMSI TT0 OMOMH-
>KEHEePUU; ONMCAHBI METOAbI PAOOTHI C TEHHBIM MaTEPUAIOM, B YACTHOCTY U3J1araeTcs
METO/1 TOJIMMEPA3HOM 1IEMMTHON peakiiMu U €ro UCITOJIb30BAHUE B IMATrHOCTUKE Pa3jiny-
HbIX OOJIE3HE.

OCHOBHbI€ pa3/esibl MJUTIOCTPUPOBAHBI LIBETHBIMU CXeMaMU U PUCYHKaMU, OJia-
ronapsi yeMy nocturaercs 3¢hGheKT HarIsIAHOCTH, KOTOpasi HECOMHEHHO 00ecCIeuuT
JIETKOCTh BOCIIPUSTHUS U 3aTIOMUHAHMSI J]a’ke HEIPOCTOro B U3JIOKEHUU MaTepuaa.
CxeMbl MPOIIECCOB MOMOTAIOT CO3AaTh MOHSATHYIO KapTUHY B3aUMOIEHCTBUSI Me-
TabOJIMUYECKUX ITyTEeM, UX COIIaCOBAHHOCTU U peryisuuu. ITomodbHoe M3JIoXKeHue
npeameTa OyaeT xopolieit 6a30i 11 JaJbHEUIIEro 00CyXIeHWs HapylIeHU I MeTa-
001M3Ma KaK OCHOBHBIX MPUUYMH 3a00JI€BaHU.

B npoliecce npenacrapieHus] MaTepualia aBTOPbl MCITOJIb30BaM COKpAleHUsI,
MPUHSITHIE B COBPEMEHHOI HAyYHOU 1 yueOHOI TuTeparype.

HoBoe u3naHue NOMOJHEHO KOHTPOJUPYIOIIUMU 3alaHUsIMU, TeCTaMU U 3aJa-
YyaMM, Cper KOTOPBIX UMEIOTCS 3a/1aul, CO3IaHHbIE CTYIeHTaMU, paboOTaBLIUMU 11O
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nporpamme «TBopueckasi TMUHOCTh» 10 pyKOBOACTBOM J01ieHTOB B.A. ToseHueHko,
C.A. Jlecunuyk u T.A. TutoBoii.

ABTOpPBI HaJICIOTCS, YTO KPATKOCTh COIePKaHUSI, TOCTYITHOCTb U3JIOKEHUS U SIp-
KW€ WUTIOCTpallMY CealoT JaHHBIN yUeOHUK MOJIE3HBIM He TOJBKO JJISl CTYJEHTOB
MEIUILIMHCKUX BY30B, HO TAKXe€ JIJI1 MEAULIMHCKHAX PAOOTHUKOB IIIMPOKOTO MPOGUIIS.

Unen-rkoppecnondenm PAH, npogeccop C.E. CEBEPHH
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aJIeHIIaTIINKIIa3a
OM(YHKIMOHAJIbHBIN (hepMEHT
BBICIIIVIE KUPHBIE KUCTOTHI
Y-aMUHOMACJISTHAST KACTIOTa
TUIOKCaHTUHTYaHUHMOochO-
pubosmiTpancdepasza
ryaHo3uHandochat
TJTIOKO3HBIE TPAHCTIOPTEPHI
ryaHo3mHMoHodochar



10

I'T
ITo

JAT
JAD
JHK

THT®
JTODA
n1TM®
DD
XKKT
ni
UMD
Nod-3
NDOH
KAT

KK
KoA
KoQ
K®C 11
JIAT
JIIT
JITIBIT

JITTHIT
JITTOHIT
JITIIITT
JIXAT
MAT
MAO
MPHK
MsaPHII
HOI®
HK
HMO®
OI1K
MaK

[MKA

IIyTaTuOHTpaHcdepasa
ryaHosuHTpudocoar

NAIBTOH (TTOCJIe YMCIOBOTO
3HAYCHUS)

MAAIAITTULEPOIIBI
IUTUApPOKCcHUalieToHpocdar
NI€30KCUPUOOHYKIIENHOBAS
KUCJIOTa
NIe30KCHHYKIeo3uaTpudocdar
IUATUAPOKCUDEHWIATaHTH
NIe30KCUTUMUAMHMOHOGbOoCchaT
nuusornponuiadropdocdar
KEeJTyJOYHO-KUIIIEYHbII TPaKT
WHTEPJICMKUH, UHTEPJIECUKUHBI
MHO3UMHMOHOMOChAT
nHosuTonTprudocdar
UHTepGEPOH, UHTEP(HEPOHBI
KapHUTUHALWITpaHchepasa
KWJIONATBTOH

KpeaTMHKMHAa3a

Ko(epMeHT (KO3H3UM) A
KodepMeHT (Ko3H3uM) Q
kapoamonndocharcurTerasa 11
JIaKTaTAeruaporeHasa
JIATIOTIPOTEUH

JIATIOTIPOTEUHBI BBICOKOM
TJIOTHOCTH

JIATIOTIPOTENHBI HU3KOM
TJIOTHOCTHA

JIATIONIPOTEMHBI OYeHb HU3KOM
TJIOTHOCTHA

JIATIOTIPOTENHBI
MPOMEKYTOUHOI TUIOTHOCTHU
JIELIUTUHXOJIECTEPOIALIAII-
TpaHchepasa
MOHOAIWITJIALIEPOITBI
MOHOaMUHOKCHIa3a
maTtpuyHasg PHK

MaJble sSiIepHbIe
PUOOHYKIIEONTPOTENHBI
HyKJIeo3uaaudocdar
HYKJIEMHOBAasI KMCJIOTa
HYyKJIe0O3uIMOHO(ochar
001K MyTh KaTaboJIM3Ma
MUPYBaTIETUAPOTeHA3HBIM
KOMILIEKC

MPOTEeMHKUHA3a A

[KC
[MHO®

MoJ

[Tr
no

[P
11

PAAC

PHK
pPHK
PHP
POC

CTr
TAT
T
TIoK
TAD
TPHK
TTr
YD
YMO®
YTO
YOO
DPADC

OKY
OPID
XM

HAM®

Ao
IUM®
HHC
s
UTK

UTd
Cld

DXc

CnncoK cokpaLleHni

nporenHkuHaza C
MpeACepaHbINA HATPUITypeTUYE-
cKuii hakTop

TepeKnCcHOe OKUCIeHNE
JIATIIOB

TMapaTUPEONTHbIN TOPMOH
nupuaokcaibhochar
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TUPEOTI00YINH
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1LIeTIb IepeHOoca JIEKTPOHOB
LIVKJT TPUKAPOOHOBBIX KUCTIOT,
ukn Kpebea
HUTUAMHTPpUdOChAT
SHIOTUIA3MAaTUIECKUIA
PETUKYITYM

a¢upbI XoNecTeposa



beaku. Cmpykmypa
u QynKyuu

IMenu uzyyenus. 3HaTb U yMETb OOBSICHSITH:

YPOBHU CTPYKTYPHOI OpraHu3aliMu OeJKOB, pojib KOH(popMaluu 6e1KoB B hop-
MUPOBaHMS aKTUBHOTO LIEHTpa 1 (DyHKIIMOHUPOBAaHUSI OEJIKOB,;

MPUYMHBI PA3BUTHS HACAEACTBEHHBIX U TPUOOPETEHHBIX MTPOTEUHOMNATUIA;
BJIMSIHUE DK30TEHHBIX JIMTAHI0B (TOKCUHOB, SIIOB) HAa aKTUBHOCTh OCJIKOB, Me-
XaHU3MbI JIeUeOHOTO JEWCTBUSI HEKOTOPBIX JIEKAPCTB;

OCOOEHHOCTH CTPOCHMS OJIMTOMEPHBIX OEJTKOB M MEXaHU3MBI aIallITUBHON pe-
TYJSILUU UX (PYHKUIMI;

MPUYMHBI U CAEACTBUS JeHATypalluu OEIKOB, MPUMEHEHUE AeHATYPUPYIOIINX
areHTOB KaK aHTUCENTUKOB B MEIUIIMHE U (hapMalliu.

Benxu uny mpoTenHBI KOJTWYECTBEHHO MTPeodIanaioT Hala BCeMU IPYTUMHM MaKpo-
MOJIEKYJIaMH KMBOM KJIETKU. benku y9acTByIOT BO BCeX OMOJIOTMUECKHUX MPOolIeccax,
BBIMOJIHSISI pa3HOOOpa3Hbie (yHKIMK. [1o XxapakTepy BbITTOJTHIEMbIX (DYHKIINN OeIKU
MOXHO pa3leuTh Ha CeMYIOIIUe TPYIIbL:

(bepMeHTHI;
peLenTOpHbIC OCIKU;
peryJasaTopHbIe OeJIKU;
CTPYKTYpHBIE OCJIKU;
TPaHCITIOPTHbIE OEJIKM;
3alUTHBIC OCIKMU;
COKpaTUTEIbHbIC OCIKMU.

Kaxnapiit 6e710K UMeeT YHUKaIbHYIO, CBOMCTBEHHYIO JIUIIb €My CTPYKTYpY, M B Ta-
KOI 3Ke Mepe YHUKAJIbHYIO (DYHKIIMIO, OTIMYAIOIIYIOCS OT (DYHKIUI IPYTUX OCIKOB.

1.1. CTpyKkTypa 6enka

Bejaku — 3TO BBHICOKOMOJIEKYJISIPHbIE COeAMHEHUs (ITOJUMEpbl), COCTOSIINE U3
OL-AMUHOKUCJIOT — MOHOMEPHBIX 3B€HbEB, COSAMHEHHBIX MEKIY COO0M ENTUIHBIMU
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cBs13siMu. Bee 20 aMMHOKMCIIOT, BCTPEYalOIIMXCs B O€IKaxX, — 3TO 0.-aMUHOKMCIIOTHI,
00LIMM MPU3HAKOM KOTOPBIX SIBJIsIETCsl Hanuuue aMmuHorpynbsl NH, n kapookcuib-
Hoii rpynnel COOH y a-yriaepomHoro aroma. MckimoueHneM SBJISIETCS TIPOJIMH,
KOTOPBI COAEPXKUT B o-mosioxkeHuu rpyrnny NH u HazbiBaeTCs MMUHOKUCIOTOIA.
0.~ AMHHOKHMCJIOTBI OTJIMYAIOTCS IPYT OT AAPpYra CTPYKTYPOit GOKOBOM 1IeTn — pajanKa-
Jna (R) — u, ciemoBaTebHO, cBoMicTBaMU. Bce aMMHOKMCIOTH MOXKHO pa3aeuTh Ha
IPYIIIBl HA OCHOBE MOJIIPHOCTU OOKOBBIX LIEeTICH, T.e. CLIOCOOHOCTU B3aUMO/IEIICTBO-
BaTh C BO#oI Ipu ononorndeckux 3HadyeHusx pH (puc. 1.1 u tadma. 1.1).

IlenTHaHBIE CBA3M 0OPa3yIOTCS TP B3aMMOIECUCTBUU 0L-KapOOKCUIBLHOW TPYTI-
MBI OMHOM aMWHOKMCJIOTHI M OL-aMUHOTPYIIITBI OT TOCJIEAYIOMeil aMIHOKHUCIOTHI
(puc. 1.2). IlentunHasi cBsI3b — 3TO aMUJHAs KOBaJEHTHAsl CBSI3b, COCMMHSIIONIAS

o
NH,*— CH — COO-

|
R

Puc. 1.1. O6Lan cTpyKTypa aMVHOKUCIOT. R — 6oKoBas Lienb

Tabauua 1.1
CaoiicTBa PaIUKAI0B AMUHOKHCIOT
Haspanue Crtpoenue HasBanue Ctpoenne
AMIHOKHCJIOTBI R-rpymmsi AMUHOKHUCJIOTHI R-rpynmbi
1. HEITOJISIPHBIE (ruapogo6Hbie) R-rpymmsbi.
B rpyninie R ectb Henonsipusie cesazu C-C, C-H
JmbZhivsec —H MetuonnH Met, M —CH, —CH, —S —CH;,

Gly, G

AsaHuH —CH; DeHMTATaHTH _CH

Ala, A Phe, P 2

Banmun _CH;, Tpuntodan — CH,—

Val, V —CH Trp, W | |
N
H

“\CH,
Jleiuyn __—CH;, [Mpomn
Leu, L —CH, —CH, O\
~CH, Pro,P N~ TCOOH
H
Hzoneinun __—CH;
Ile, I —CH

CH, — CH,



Pazpgen 1. benku. CrpykTypa 1 dyHKUMN

HasBanue

Crpoenue

AMHUHOKHUCJIOThI R-prﬂﬂbl

HaszBanue Crpoenue
AMHHOKHCJIOTHI R-rpynmsi

2. IIOJIAPHBIE (runpoduibHbie) R-rpynibl.
B rpynme R ectb nonsipabie csizu C-0O, C-N, O-H, S-H

a) MOJISIPHBIEC He3apsKEHHbIE

Cepun
Ser, S

Tpeonun
Thr, T

Lncrenn
Cys, C
Tuposun
Tyr

Acnaparud
Asn, N

[nyramun
Gln, Q

AMUHOKMCJIOTHI B ITOJIMIIENITUAHYIO Lierouky. CienoBaTeIbHO, MENTUABI — 3TO JIM-
HEHBIC MOJIMMEPHI U3 aMUHOKUCIIOT. B monumnenTuaHoi Henu pa3inndatoT: N-KOHeIl,
00pa3oBaHHBII CBOOOAHON o-aMUHOTrpyImnoii, u C-KoHel, UMEIOIIN CBOOOIHYIO

R-rpymnmbt
—CH, -OH

—CH —CH,

|
OH

—CH,—SH

o

—CH, —CONH,

—CH,—CH,—
CONH,

0) IOJISIpHBIE OTPULIATEILHO 3apSIKEHHBIS

R-rpymnmbt
AcraparuHoBas —CH, —COO-
KHCIIOTa
Asp, D
[lyramuHoBast —CH, —CH, —COO-
KHUCIIOTa
Clu, E
B) MOJISIPHBIE MOJIOKUTETBHO 3aPSKEHHbBIE
R-rpynmer
JIuzun
Lys, K —CH,—CH,—CH,—CH,—NH,"*

ApruHuH —CH,-CH,—CH,—NH-C—-NH,
Arg,R 1

NH,*
Tuctuanx —CH,
His, H ; \ .
HN N NH

o-KapOokcuabHyto rpymmy (puc. 1.3, 1.4).

HOCJIGZ[OBEITCJII)HOCTL AMMWHOKMUMCJIOT B LICIIN I/I306pa)KaIOT HayrHas ¢ N-KOHIIEBOM
aMuHOKUCIOTEI. C Hee Xe HadyMHaeTcs HyMEpalusad aMMWHOKHCIIOTHBIX OCTaTKOB.
B nmonunenTuaHoi wemnu MHOTOKPATHO MOBTOPACTCA IMOCJIECA0OBATCIbHOCTD!

—NH-CH-CO-.

HZN—CF—COOH + H2N—C[H—COOH ? H2N—CF—CO—HN—CF—COOH

Ry

R,

-H,0 R Ry

Puc. 1.2. O6pa3oBaHMe NENTULHOW CBA3M
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ITenTuaHBINA OCTOB

A

[lentuaHas rpynna

TETIIII I
———————_——_——_

r-——-=°-- hl
A i
HZN—CH—E—C—N—E—CH—C—N—CH—C—"-NH—CH—C—OH
—— | o [l | [l | [l
il (0] i R2 (0] R3 O Rn
[ 4
%(_j H_j
N-KoHeI AMWHOKHCIOTHBIN C-KOHell
OCTaTOK
IlenTtuaHas CBsI3b Pagukanel (OOKOBBIE LIETN)
Puc. 1.3. CTpoeHune NnenTuaHoOM Lenu
HN
\ N
COO" NH
| __
COoO lCHz
0 CH, H o} CH, H 0 CH, H
oH | | H Il | | Ol | | H
H3N\IC/C\N/C\C/N\IC/RN/|C\C/N\IC/C\N/<|?\C/N\IC/COO'
| | H |l | | H || | | H | |
H H o] (|:H2 H 0 ICH2 H 0 CH;
I L
I I
i 0
NH;* C
3 HZN/ %NHf
b
0
—NH—CH—C—}\I—C\H—CO—
R HC_ CH,
CH,

Puc. 1.4. [pumep CTpYKTypbl nonunenTuga:

A — numn-Acnaparun-Jinsun-Mmytamun-Aprunun-fncrngnn-AnaHns;
B — yyactue nponuHa B 06pa3oBaHMM NENTULHON CBA3M
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DTa MocjIe10BaTeIbHOCTD (hOPMUPYET NMeNTUAHBIN 0cTOB. ClienoBaTebHO, MOIM-
TIeNTUIHAS 1IEeTTh COCTOMT U3 OCTOBA (CKeJleTa), UMEIOIIeTO PeryaspHYIO, TIOBTOPSIO-
LIYIOCS CTPYKTYPY, ¥ OTAEIbHBIX O0KOBBIX Irpytil (R-rpyrim).

[Ton mepBUYHO# CTPYKTYpOii GejiKa MOHUMAIOT MOPsIIOK (MOC/e10BaTeIbHOCTD)
yepeaoBaHUsI aMUHOKMCIJIOT B MOJUITENTUAHOM 1ieTnu. Jlaxe oaMHaKOBbIE MO AJIMHE
1 aMUHOKHUCIOTHOMY COCTaBY MENTUIBI MOTYT OBITh Pa3HBIMU BEIIECTBAMU, TTOTOMY
YTO MOCJIeI0BATEIbHOCTh aMUHOKHMCIIOT B LIeTIN y HUX pa3Hasd. [lociaenoBaTeIbHOCTD
aMMHOKMCJIOT B OelKe YHUKaJdbHa W OeTepMHUHUpYeTcs reHamu. Jlaxke HeOOJb-
1IMEe U3MEHEHUS IEPBUYHOMN CTPYKTYPbl MOTYT CEPbE3HO MU3MEHSITh CBOCTBA OeJi-
Ka. Bb1o OBl HEMpaBUIILHO 3aKJIKOYUTh, YTO KaXIblii aMUHOKWCJIOTHBIN OCTATOK
B 0ejike HEOOXOAUM ISl COXpaHEHUsT HOPMaJIbHOW CTPYKTYPhl U (pyHKIIMM OesKa.
Hanpumep, ObUTH BBISIBJIEHBI MHOTHE BAPUAHThl aMUHOKHUCIOTHBIX ITOCIe0BATEb-
HOCTeli TeMor00MHa, (PYHKIIMOHUPYOLIMe HopMaibHO. OObsICHEHUE DTOTO SIBJIe-
HUS 3aKJTI09aeTCs B IOHUMaHWY KOH(pOpMaIny OeKa.

1.2. KoHdopmauuma nonunenTUgHbIX yenen

DOyHKIIMOHATIEHBIE CBOCTBA OEJIKOB OIpeIeiITIoTCs KoHdopManmeii, T.e. pacio-
JIOKEHUEM TOJUMENTUIHON 1LIeNMU B MPOCTPAHCTBE. YHUKAIbHOCTh KOH(OpPMALIUU
IUIST KaXKIOTo OeJiKa oTpelesisieTCs ero MepBUYHOM CTPYKTYpoii. B 6eikax pa3nuyaior
JIBa YPOBHSI IIPOCTPAHCTBEHHOTO CTPOEHUSI MENTUIHON LIeMM — BTOPUUYHYIO U Tpe-
TUYHYIO CTPYKTYDY.

BropuyHasi cTpykTypa OejKoB 0OyC/IOBIEHA CIIOCOOHOCTHIO TPYIN MENTUAHOMN
CBsI3U K BOopoaHbIM B3aumoaeiicteusim: C=0...HN. I1pu 3ToM nienTua cTpeMuTcst
MPUHSTH KOH(GOPMAIIMIO ¢ 00pa30BaHUEM MaKCUMAJIbHOTO YK CJia BOIOPOIHBIX CBSI-
3eii. OgHAKO BO3MOXHOCTh MX 00pa30BaHMS OrpaHUMYMBAETCS T€M, UTO MEITUIHAs
CBSI3b UMEET XapaKTep YaCTUYHO ABOMHOM CBSI3U U BpallleHe BOKPYT Hee 3aTpyaHe-
HO, TT03TOMY ITeNTUIHAs LIEITh IPUOOpETaeT He IMPOU3BOJIbHYIO, a CTPOTO OMpeaAe/IeH-
Hylo KoHpopManuio (puc. 1.5). I3BeCTHbI HECKOJbKO CITOCOOO0B YKJIAAKK MOIUMET-
TUIHON LMK B TPOCTPAHCTBE:

1) o-cnupanb — oOpasyeTcsl BHyTPULIENOUCYHBIMU BOAOPOAHBIMU CBS3SIMU MEXK-

ny NH-rpynmoit onHoro ocratka aMMHOKUCIOTEI 1 CO-TpyIIioi 4eTBEpTOro
OT Hee ocTaTKa (puc. 1.5A);

2) B-cTpyKTypa (CcKjaayaThlii JucT) — (OpPMUPYETCS] BOJOPOAHBIMU CBS3SIMU
MEXIy MEeNTUIHBIMU TPyMNIaMy MOJUMENTUAHBIX Lenel, pacroJoXKeHHbIMU
napajjieIbHO WIM aHTHUIIapayuiesibHO (puc. 1.5B), nimm cBa3siMu Mexay ydact-
KaMU OJHOI MOJUNENTUAHOM Lenu, 00pa3ys ckiaaaku (puc. 1.5B);

3) OecropsIIOYHBINM KITYOOK — 3TO y4aCTKM, HE UMEIOIIME ITPaBUILHOMI, TIepUOIM -
YeCKO MpoCTpaHCTBEHHOI opraHu3auuu. Ho KoHpopmalys 3TUxX y4acTKOB
TakKe 00yCIOBJIEHa aMUHOKKCIOTHOM MOCIEA0BATEIbHOCTBIO.

CopaepxaHue o-coupaieil U B-CTpyKTyp B pa3HbIX OejKax pa3anyHo: y ¢hpudpui-

JISIPHBIX OEJIKOB — TOJBKO CIMpPab WM TOJbKO CKJIaauyaThlii JIUCT; a y TJI00yIsip-
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Puc. 1.5. KoHdopmaLma nonvnenTuaHbIX Lenei:

A — a-cnvpanb; b — B-cTpykTypa mexuenoyeyHas; B — B-cTpyKTypa B npefenax ogHon nen-
TUAHOW Lienn

HBIX 0€1KOB — OT/eJIbHbIE (PparMeHThbl MOJUIIENTUAHOM LIENU: OPraHW30BaHbI B BUE
crnupanu Jubo CKJIaayaToro JUCTa, 1100 OECIOPSIAOYHOrO KIIyoKa.

B onHOM 1 TOM ke Gesike MOTYT MPUCYTCTBOBATh BCE TPU Crocoba YKJIAAKU IMo-
JunenTuaHoi nenu (puc. 1.6).

t-cnupans B-erpykTypa BecnopagodHLm knybok

Puc. 1.6. Cnocobbl yknagkv NENTUAHON Lenu
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TpeTuyHas cTpyKTypa JIOOYJISIpPHBIX O€JIKOB IPEACTaBIIsIeT COOOM YKIIAAKY B IIPO-
CTPAHCTBE MOJMUIENTUAHON LIEMK, CoepKallei o-CrUupaiu, B-CTPYKTYPbl U yUaCTKU
0e3 MepuoInIecKoil CTpyKTyphl (0eCTIOPSIIOUHBIN KITyOOK).

JlonmosHUTeIbHOE CKJIaAbIBAHUE CKPYYEHHON MOJUMENTUAHON enu Gukcupyer-
CsI CBSI3SIMU MeX Iy O0OKOBBIMU LIETISIMU aMUHOKUCTOT (R-rpynnamu). Bto obecneun-
BaeT (popMUPOBAHUE KOMITAKTHOU CTPYKTYphbl. IIpuMepoM MOXET OBITb IPOCTpaH-
CTBEHHAasI CTpyKTypa Juzouuma (puc. 1.7).

Puc. 1.7. lNpocTpaHCTBEHHaA CTPYKTypa nM3oumma
(cTpenkn — cknagyatble yyacTKu)

CylecTByeT HECKOJIBKO BUIOB CBsI3el MexXay R-rpynmnaMu, B OCHOBHOM HEKOBa-
JIeHTHOTO xapakrepa (puc. 1.8):
1) aneKTpocTaTHYECKHE CHJIbI IIPUTSDKEHUsT MexXnay R-rpynmamu, HecyluMu
TIPOTUBOITOJIOKHO 3apsSKeHHBIE MOHOTEHHBIE TPYMITHI (HOHHBIE CBSI3M);
2) BOJOPOJHBIE CBSA3M MEXY MOJSIPHBIMU (TUApOGUIbHBIMU) R-rpynmnamu;
3) ruapooOHbIe B3aMMOAEHCTBHA MEXAYy HETOMSIPHBIMU (TUAPO(MOOHBIMM)
R-rpynmamu;
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Puc. 1.8. CBA3u, CTabunmsvpyoLwe TpeTuuHyto cTpykTypy (A). Mpumepbl obpa3oBa-
HYA CBAA3el MeXAy paavikanamy aMuHoKncnor (b):

b

Lew

1 — pucynbduaHble CBA3U; 2 — BOAOPOAHbIE CBA3M; 3 — MOHHbIE CBA3Y; 4 — rapodobHbie
B3aMIMOJIENCTBUA

4) nucynbduaHbie CBA3M MEXIy paaukalaMU ABYX MOJIEKYJ LIUCTEMHA. DTU CBS-
31 KoBajieHTHbIe. OHM MOBBIIIAIOT CTAOUIBHOCTb TPETUYHOM CTPYKTYPBI, HO HE
BCeraa sIBJISTIOTCSl 00s13aTe/IbHBIMM JIJIST TIPABUJIbHOM YKJIAAKU MOJIEKYJIbI B MPO-
crpaHcTBe. B psige 6e1KoB OHM MOTYT BOOOIIE OTCYTCTBOBATb.

Jlomennplie 0eaku. 711 [IMHHBIX TOUNENTUAHBIX Herneil (200 mim 0oJjiee aMUHO-
KHCJIOTHBIX OCTaTKOB) XapaKTepHa JOMeHHasl CTpyKTypa. JIoMeH — 3TO MpOCTpaH-
CTBEHHasl CTpyKTypa (Ijiodysa), oOpa3oBaHHasl B IpejesiaXx OJHOM U TOW Xe TMOoJu-
MenTUAHOM Hernu Oenka. OmHa Takasl IeNTUAHAS LeTTh MOXKET UMETh IBa WX OOJIbIIe
JOMEHOB. JIoMeHbI COeIMHEHBI MMENTUIHBIMU MepeMbIYKaMU. JJOMEHBI OTHOM U TOM
Ke TMOJINTICIITUIHOM LIETTX MOTYT OTJINYAThCS IO CTPYKTYpe U PYHKILIMSIM, HATIPUMED
MOTYT CBSI3bIBAaThCS C Pa3IMYHBIMU BellleCTBaMU (IuraHaamMu). Takue OeIKu Ha3bIBa-
I0TCS MHOTO(DYHKIIMOHATIbHBIMMU.

JlenaTtypauus 0ejJKa — 3TO HapyllIeHHWE €ro MPOCTPAHCTBEHHOM CTPYKTYPHI.
benkoBas MoJieKyia UMEET HAaTUBHYIO — 9HEPreTUYeCKU 00Jiee BHITOAHYIO ((PyHKIIM-
OHAJIbHYI0) — KOH(pOpMaIMIo Ojarogapst HaJu4uro O0JIbIIOrO YMc/a caabbIX CBI3ei
1 OBICTPO AEHATYPUPYET MPU UBMEHEHUU YCJIOBUI cpeabl. I3MeHeHue TeMmepaTyphl,
HOHHOM cuibl, pH, a Takxke 06paboTKa OpraHMUYeCKUMM UM HEKOTOPBIMU JecTabu-
JIMBUPYIOLIMMU areHTaMu MOTYT IMPUBECTU K HapyIIEHUIO0 HATUBHOM KOH(pOopMaL1u.
JeHarypupyiolline BelllecTBa 00pa3yloT CBSI3U ¢ KapOOKCUJIbHBIMU aMUHOTPYIIIaMU
WK KapOOHUILHBIMU IPYIIIIaMU TIEITUIHOTO OCTOBA, a TAK3Ke HEKOTOPBIMU OOKOBHI -
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MU paguKajaMi aMUHOKHUCIIOT, HOAMEHSISI COOCTBEHHBIMU CBI3SIMU BHYTPUMOJIEKY-
JIIpHBIE B3aMMOJIEICTBUS B O€JIKE, BCIAECACTBME YEro BTOPUYHAS U TPETUYHAS CTPYK-
TYpPbl U3MEHSIIOTCS. DTU U3MEHEHHUS He 3aTParuBaloT MEPBUYHYIO CTPYKTYPY, OTHAKO
IPU 3TOM OHMOJIOrMYecKasi aKTUBHOCTD O€JIKa yTpaunuBaeTCs.

HekoTopble neHaTypUpYIOIIME areHThl M MEXaHU3M MX JEUCTBUS IPUBEIECHBI
B Ta0JI. 1.2.

Tabauya 1.2
JleHaTypHpYyIOIIMe areHThl 0eJIKOB
Jlenarypupymoniye areHTbl JeiicTBUS peareHTOB
Bricokue Temmepatypbl PaspymieHust ciadbix cBsi3eit (BOTOPOIHBIX, HOH-
HBIX TUIPO(POOHBIX)
Kucnotsr, memroun W3MeHeHMe MOHM3AIIUA MOHOTEHHBIX TPYIII B pa-

nuKanax aMuHokucior (Ac, Iity, JIuz, Apr, [iac).
PaspyliiieHre MOHHBIX U BOIOPOAHBIX CBSI3Ei

MoueBuHa PazpyieHne BHyTpruMOJIEKyIIPHBIX BOTOPOIHBIX
CBsI3eii B pe3ysbTaTe 00pa30BaHMsI BOJOPOIHBIX
CBSI3€1 C MOYEBUHOM

CnupT, heHoJ, XxJT0paMuH Paspyiiienre BOmOpoaHbIX U TMAPO(MOOHBIX CBsI3Ei
Conu Tsexenbix Metauios (Pb, Hg O6pa3oBaHue MTPOYHBIX CBA3E U (DOPMUPOBAHUE
M JIp.) HEepacTBOPHMMBIX KOMILUIEKCOB

IIpuvmeHeHne AeHATYPUPYIOIIMX AreHTOB B MeAuuuHe U (hapmaumu. JleHatypaius
OOBIYHO COIPOBOXKIAETCS CHUXKEHUEM PAaCTBOPUMOCTH OEJIKOB, U 3TO CBOMCTBO UC-
TOJIb3YETCS LIS OUUCTKU PACTBOPOB OT OENKOBBIX Mpumecei. [1pu neHatypaiiuu ytpa-
YMBaeTCcsl OMosIornyeckast akTMBHOCTh O€JIKOB, U Ha 3TOM OCHOBaHbl METOJIbI CTEPU-
JIM3alMy MEAUIIMHCKMX MHCTPYMEHTOB M MaTepuajioB B aBTOKJIaBax (0OpaboTka
BBICOKMMU TeMIIEpaTypaMu), a TAKKE UCTOJb30BAHUE JEHATYPUPYIOIIMX ar€HTOB KakK
aHTUCENTUKOB. Tak criupTt, peHOJI, XJIOPaMUH UCIIOJIb3YIOTCS 151 00paOOTKM MOBEPX-
HOCTEl, 3arpsi3HeHHBIX ITaTOTeHHOI MuKpodJopoii. BeliecTsa, neHaTypupyloliue
OeJIKM, MCTOIB3YIOTCS JJISl JIeUeHMST THOMHBIX paH. [IpuMepoM MoxKeT ObITh (heHO,
KOTOPBIN SIBJISIETCS aKTUBHBIM KOMITOHEHTOM Ma3u BuiitHeBckoro. Cosu TsKebIX
Metaiios (cynema — HgCl,, ianuc — AgNO;) NCTIOB3YIOTCS KaK aHTUCENTUKY TTPU
00paboTKe KOXHBIX TOBEPXHOCTEI.

PenatuBanus 0enka. [1pu ornpeneseHHBIX YCIOBUSX ACHATYPUPOBAHHbBIN OEIOK
MOXET ObITb PeHAaTUBUPOBAH. DTO MPOUCXOAUT TMPU yIAJIEHUU NeHATypupylolie-
ro uin gecradbuiusupyiomero ¢pakropa. Hanmpumep, B ciaydyae puboHyKieassl IIpu
yIaJIeHUU JIeHATypUPYIOLIEro BelecTBAa — MOUYEBMHBI — JUATM30M TMOJUIIETITULL
CaMOIIPOU3BOJbHO BOCCTAHABIMBAET CBOIO HaTUBHYIO KOH(popmaluoo. To xe Mo-
KET MPOUCXOJAUTDH MPU MEIJIEHHOM OXJIAXKIEHU M JeHATYypUPOBAHHOTO HarpeBaHUeM
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100°C

MeaneHHoe oxnaxaeHve *EH{;TpUa
OXNaxaeHue

Puc. 1.9. leHaTypaLua 6eka npy HarpeBaHUy U peHaTMBaLus Npy MeajieHHOM
oxnaxaeHuu

oeska (puc. 1.9). OTo noATBEpPXKIAET TE3UC O TOM, UYTO XapaKTep YKIAAKU MEeNTUIHOMN
LEeNY OpeaonpeacacH IIEPBUUYHON CTPYKTYPOA.

1.3. BsaumopeiicrBue 6enKoB c nnraHgamm

OCHOBHBIM CBOMCTBOM 0€JjIKa, 00eCIeYnBaOIINM ero (DYHKIMIO, SIBJISIETCS U30U-
paTelbHOE B3aMMOICICTBIE C OTNpeneIeHHBIM BEIIeCTBOM — JIMraHmoM. Jluranoamu
MOTYT ObITb BeIIECTBA Pa3HON MPUPO/Ibl, KAK HU3KOMOJIEKYISIpPHbIE COEAMHEHUST, TaK
1 MaKpOMOJIEKYJIbl, B TOM 4ucie u 0enku. Ha GenKoBbIx MosieKyaax eCTbh YYacTKU,
K KOTOPBIM MTPUCOCAUHSIIOTCS IUTAHIbl — HEHTPbI CBA3bIBAHNS, U111 AKTUBHbIE LIE€H-
Tpbl. LIeHTpbI CBSA3BIBAaHUS (DOPMUPYIOTCS U3 AaMUHOKMCIIOTHBIX OCTAaTKOB, COJTMKEH-
HBIX B pe3yJbTare (OpMUPOBAHMS BTOPUYHON U TPETUIHOM CTPYKTYp. CBSI3U MEX-
Iy OeJIKOM U JIMTAHIOM MOTYT ObITh HEKOBAaJEHTHBIMU U KOBaJIEHTHBIMU. BbicoKkas
CITeIMMUIHOCTh B3aNMOIEHCTBHS («y3HABaHUSI») OeJIKa M JIMTaHIa 0OecIieunBaeTCs
KOMILIEMEHTAPHOCThIO CTPYKTYPbl aKTUBHOT'O 1LIEHTPA 1 JIMTaH/A.

[Toa KOMIIEMEHTAPHOCTHIO MOHUMAIOT XUMUYECKOe M NMPOCTPAHCTBEHHOE COOT-
BETCTBHE AKTHBHOIO IeHTpa 0ejiKa M Jmranaa. BzaumopeiictBue mexay oenkom P
1 IUTaHIOM L omuchIBaeTCsl ypaBHEHUEM:

P + L PL
0OeJIOK JINTaH[I 0EJIKOBO-JIMTaHAHBIN KOMITJIEKC
_[PIx[L]
JIMCC. [PL]

roe K

ce, — KOHCTAHTA JMCCOUMALIY KOMILIEKCA.
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Puc. 1.10. IpaduK HacbieHWA 6enka NuraHgom

W3 ypaBHEeHMA paBHOBECHSA peakLmu cieayet, yro ecim [P] = [PL], to K, .. = [L].
PasenctBo [P] u [PL] HacTymaeT mpu MOJyHACBhIIEHUN OejiKa JUTaHIo0M, T.€. KOr-
na 50% monexyn Gesnka cBa3aHbl ¢ auranaom, a 50% csoboausl. 3Haumt, K, .. pas-
Ha Takoy KOHIEHTpaluu L, Impu KOTOpoil JOCTUTaeTcsl HacklllleHue 6enka Ha 50%.
WN3menenne koHueHTpauu PL mpu rnmocrositHHOM KOHLIeHTpauuu P 1 Bo3pacTalolieit
KOHIIeHTpaluu L onucbiBaeTcst Tunepooinueckoit KpruBoii. MakcuMmaibHasl BeJIMUMHA
PL o3navaeT, 4T0 Bech O0€JIOK CBsI3aH C IuraHaoM (KpuBas HackimeHus) (puc. 1.10). ITo
KPHMBOI HACBIIIEHUST MOXHO onpeaeauts K . U, cienoBaTesibHO, OLIEHUTb CPOJICTBO

Jucce.
Jvranza K 6esiky. Yem menbiue K, ., Tem 6oibine cpoactso L u P.

1.4. MpocTblie 1 CNoXKHble 6enkn

Ecinu Genku KpoMme MenTUIHBIX LErNeil coaepKar elle KOMIIOHEHTHl HeaMMHO-
KMCJIOTHOM MPUPOJBI, TO TaKWe OEKN Ha3bIBAIOTCS CI0XKHBIMU. HebelKoByto yacThb
Ha3bIBAIOT MPOCTETUYECKON I'PyINoii, a 0eJIKOBYIO — aronpoTernHoM. CIIOXHBIN Oe-
JIOK — XOJIOIIPOTEUH — MOXKET IMCCOLMUPOBATh HA KOMIIOHEHTBI: XOJONMPOTEHH <>
anomnpoTeuH + MpocTeTHYecKas rpymnmna.

Hampasnenue peakiimy 3aBUCUT OT IPOYHOCTU CBSI3M KOMIIOHEHTOB XOJIOIIPO-
TenHa. IIpocTeTnyeckoil TPyImoi MOTrYT OBITh OpraHWYEeCKUE BEIIeCTBA, MOHBI
METaJUIOB, HYKJIEUMHOBBIE KUCIOTHI, YIJIEBOAbI, JUMUAbI U IpyTHe BellecTBa (CM.
puc. 1.12, Ta6a. 1.3).
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Tabauya 1.3
HexkoTopbie c10xKHbIe OeIKH
Benku IIpocTeTHyecKme rpynmbl
MeTannonpoTenHbl Honbl MeTasion
®DochonporenHb H,PO,
IeMonpoTenHbl Tembr
DraBoNpPOTEUHBI DnaBUHHYKIEOTHIbI
DinkonpoTenHbI MoHocaxapuibl, OJUrocaxapuibl
IIpoTeormmKaHb [ITMKo3aMUHTIIMKAHBI
JIummonpoTenHbI TpralATIMIEPOIBI M CIIOXKHBIE JIUTTUIIHI
HyxneonpoTenHsl:
PUOOHYKJICONPOTENHBI (PUOOCOMBI U IIP.); PHK

NIe30KCUPpUOOHYKIIeoTIpoTenHbI (xpomatnH)  JIHK

1.5. YeTrBepTuyHana CTPYKTypa 1 KoonepatTuBHOCTb
N3MeHeHNA KoH$opMaLun NPOTOMEPOB

B Oenkax pasnmyaroT MEpBUYHYIO, BTOPUIHYIO, TPETUIHYIO M UYETBEPTUUHYIO
cTpyKTyphl (puc. 1.11). YeTBepTUUHAasi CTPYKTypa xapakTepHa isi 6eJKOB, MOCTPO-
€HHBIX U3 IBYX WU OoJjiee MENTUAHBIX 1ieTeil. beaku Takoro TvIa Ha3bIBalOTCS OJIM-
roMepamm.

YeTBepTHUHAS CTPYKTYPA — OTO KOJIMYECTBO U CITOCOO YKIAIKHU MOJUTENTUIHBIX
Lenei (mporomMepoB) B mpocTtpaHcTBe (puc. 1.12B). [IpoToMepsl CBsI3aHBI IPYT C IpY-
TOM TIOCPEICTBOM JIMIIIb HEKOBAJICHTHBIX CBSI3¢il (MOHHBIX, BOIOPOIHBIX, TUIPOGHOO-
HbIx). [TprueM nmpoToMepbl B3aUMOJEHCTBYIOT APYT C IPYTOM TOJBKO OTpee e HHbIMU
yJacTKaMU CBOEl MOBEPXHOCTU (KOHTAKTHBIMU yyacTKamu). B3anMHoe «y3HaBaHUE»
KOHTAKTHBIX y4aCTKOB MPOUCXOAUT MO MPUHLIUITY KOMIUIEeMEHTapHOCTH. KaxabIii mpo-
TOMEp B3aMMOJAEMCTBYET C APYTrMM MPOTOMEPOM BO MHOIMX Toukax. CienoBaTesbHoO,
00Opa3oBaHUe OIIMOOYHBIX KOMIUIEKCOB B OJIMTOMEPE MPAaKTMYECKU HEBO3MOXKHO.

OcobeHHocTH (D)YHKIHOHHPOBAHHUS OJIMTOMEPHbIX 0eqKoB. OnuromMepHbie Oei-
K1 CITOCOOHBI B3aMMOJIEMCTBOBATh ¢ HECKOJBKUMU JIMTAaHAAMU B IICHTpaX, yIajlcH-
HBIX OT aKTUBHOTO LIeHTpa. Takue LIEHTPbl Ha3bIBAIOTCS AJJI0CTEPUIECKUMU, a Jivi-
TaHAbl, CMOCOOHBIE C HUMM B3aMMOJIECHCTBOBATh, AJNIOCTEPHUYECKHUMH JIMTAHIAMM.
CBs3bIBaHME OJHOTO MPOTOMEPA C JIMTAaHIAOM U3MEHSIET KOH(MOPMALIWIO 3TOTO TPOTO-
Mepa, a TaKKe BCero ojimromepa (KooneparuBublii 3(p¢ekT) 1, KpoMe Toro, CpoacTBO
K ApyruM Juravjgam. Takum obpa3zoM, pyHKIIMOHATIbHAS aKTUBHOCTb OJIMTOMEPHBIX
0eJIKOB MOXET PeryJupoBaThCsl a/UIOCTEPUUECKUMMU JIUTaHIaMU.
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MNepsuvHan BropuuHas TpeTuiHan YeTteapTudHan

Puc. 1.11. YpoBHY CTPyKTypHOI opraHu3auum 6enka

OcobeHHOCTH (DYHKIIMOHUPOBAHUSI OJIMTOMEPHBIX OETKOB MOXHO PAaCCMOTPETh
Ha TpUMEpe ABYX POACTBEHHBIX TE€MOIPOTEMHOB: MHUOIJIOOMHA M TeMOIJo0MHa
(puc. 1.12). MuorinobuH — MoHoMep (COCTOMUT U3 OAHOM IMOJUINENTUAHON 1Ienn),
OCHOBHa# ero (pyHKIMS — 3aIracaHue KUCIopona B TKaHsSIX. MMest BeICOKOe cponi-
CTBO K KMCJIOPOAY, MUOTJIOOWH JIETKO MPUCOEINHSET €r0 U OTIAET MUTOXOHAPUSIM
TOJILKO MPU MHTEHCUBHOM MbIIlIEUHON paboTe, Koraa napuuajibHOe JaBjieHUe K1c-
Jopona nanaetr Huxe 10 MM pt. cT. [emornoduH — Terpamep (COCTOUT U3 YeThIpeX
npoToMepoB). OcHOBHasI QYHKIIMS FeMOTIO0OMHA — TPaHCIOPT KUCI0POa OT JIETKUX
K TKaHsSM. B jerkux, roe mapuuvaibHOe JaBieHWe KMCIOpoaa BHICOKOE, TeMOTTI00UH
B3aMMOJCICTBYET C YETHIPbMSI MOJIEKYJIaMHU KHCIopoaa. TpaHCIOpT KMUCIopoaa 13

A MusornoGms B p-uens remornobuna: B Memornobny

Puc. 1.12. Mrorno6buH n remornoovH:

A — mopenb MofeKynbl M1ornobuHa; b — mogenb B-uenu remornobuHa; B — ueTBepTryHas
CTPYKTYypa remornobuHa, rem nsobpa<eH B BAe AncKa
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KarnuuisipoB B TKAHU MPOMCXOJUT B Pe3yJIbTaTe CHUXXEHUS NaplMaibHOTO JaBIeHUs
O, M cpoACTBa OKCUTEHUPOBAHHOTO TeMorIobnHa K kucaopoay. Ha puc. 1.13 npu-
BeJIeHbI JaHHBIE O CITOCOOHOCTU MUOTJIOOMHA U TEMOTJIOOMHA CBS3bIBATh KUCIOPOI.
[unepoosmnueckast hopMa KpMBOil y MUOIJIIOOMHA XapaKTepHa JJIsI ITPolLiecca CBSI3bI-
BaHUs OHOM MOJIEKYJIbl TUraHaa (B JaHHoM ciydyae O,) ¢ aKTUBHBIM LIEHTPOM B Oe-
KOBOM MoJIeKyJIe, COCTOSIEH 13 OJHOU MmoaunenTuaHoui uenu. CurMouaHas Kpunas,
MOJIyYeHHas1 U1l TEMOIJIOOMHA, XapaKTepHa [Uisl OeJIKOB, CONEPKALIMX HECKOJIBKO ITel-
TUJHBIX LIETIe U UMEIOLIMX HECKOIbKO MECT CBsI3bIBaHUS. Ha xom KpuBoit BiausieT KO-
onepaTuBHbIii 3(PEKT, KOTOPHIK HAOTIOAAETCS TTPU CBA3bIBAHUM HECKOJbKUX JIUTaH -
JIOB C OJMTOMepHOU MoseKysoii. LleHTp cBsasbiBaHus O, B MUOMIOOWHE M KaXXIOM
nporomepe Hb HaxoauTcsa Mexay o-cnupansiMu, obo3HayaemMbiMu Kak F u E. B ak-
TUBHOM LIEHTPE TeM IMPUCOENMHEH K OEJIKOBOI Y4acTy MPOYHOM CBA3bI0 Mexay Fe’*
rema u octatkoM ructuarna crivpaiu F. CeassiBarue O, ¢ atomom Fe?” Bbi3bIBaeT ero
rnepemMellieHre B IJIOCKOCTb reMa. A 3TO, B CBOIO 04epe/ib, BbI3bIBAET MEpeMeIeHUE
OCTaTKa TMCTUAMHA, CBA3aHHOTO ¢ atoMoM Fe?™ (puc. 1.14A). U3MeHeHMeE TONOXKEHNS
TMCTUAMHA TPUBOJUT K pa3pbIBy HEKOTOPBIX CIa0bIX CBSI3El B TPOTOMEpE, BCEICTBUE
YEro HECKOJIbKO M3MEHsIeTCS KOH(MOpMalIUs 3TOro MpoToMepa, a MOCKOJIbKY BCe TTPo-
TOMEDBI CBSI3aHbI MEXY COOOM, TO TAKXE U IPYTMX MPoToMepoB. M3MeHeHE KOH-
(bopmannm obnergaer B3anMozneicTeue mporomepos ¢ O,. B pesyisraTte nprucoenmHe-
HHe yeTBepToii MoJieKynbl O, mpoucxonnt B 300 pa3 nerye, yem nepBoii (puc. 1.14b).

Hannenne OB [asnesine Oy n
BEHOAHOR HpORe EREITERQPELITE HER 0T
100
7-“‘“: Temormobiaq
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20 40 60 80 100

Napuwanesos gagneqne O, MM pr. oL

Puc. 1.13. KpuBas HacbIWweHNA KUCIOPOAOM
MrornobrHa u remornobrHa
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Puc. 1.14. BzanmogeicTerie reMoriobrHa ¢ KUCIOPOZAOM:

A — n3MeHeHve KoHbOpMaLMM nNpoTomepa reMornobrHa npu B3aw-
mogencteuu ¢ O,; b — KoonepaTnBHbIN 3GPeKT Npu B3arimogencTemMm
remornobuHa c O,

Takum oOpazom, KoonepaTuBHblii 3¢ ekT B H3MeHeHrn: KOHGopManun npoTomMe-
POB OJIMTOMEPHOTO OeJIKa TIPOSBIISIETCS B Pe3yIbTaTe B3aUMOACHCTBUS OHOTO TIPO-
TOMepa co crielii(pruuecKuM JIMTaHI0M, Belylllero K KOH(POopMalMOHHBIM U3MEHEHU -
sIM He TOJIbKO IaHHOTO MTPOTOMEpPA, HO U BCEro OJUTOMEPHOTO OeKa, YTO MPUBOIUT
K UBMEHEHMIO CPOJICTBA APYTUX MPOTOMEPOB K JIUTAHAAM.

Perynsaumsi ¢pyHKIMM OJMroMepHbIX O€JKOB HAa NMpUMepe M3MEHEHHsl CPOICTBA
reMorIo0MHa K Kucjopoay. CKOpoCTh 1 TIOJTHOTA TTepeHoca KUCIopoaa U3 JETKUX
B TKaHU 3aBUCUT OT M3MEHEHMSI CPOACTBA reMorioduHa K kuciaopony. B jerkux
cpoactBo Hb k kucinopoay noBbIlIaeTcsl PpU MPUCOSAMHEHUM KaXION U3 moce-
OYIOLIMX MOJIEKYJ KMCIOPOAa MO CPaBHEHUIO ¢ MPEAbIAYIIUMU. DTa MOJOXKUTEb-
Hasl peryjsius onucaHa paHee. Kpome Toro, cyiiecTByIOT BelllecTBa: 2,3-6ucdoc-
dormuuepar (2,3-b®T’), noust Bogopona — H* u CO,, cuuxaromuue cponctso Hb
K O,. D10 orpunarensHada peryiaauusa. C gpyroit ctoponsl, O, CHMXXaeT CpOACTBO
Hb k atum BetectBam. Kuciopon, 2,3-b®I, H" u CO, neiictBytoT Ha cpoactBo Hb
Kk O, KaK aJsIocCTepUYECcKUe PEryIsTOPHI.
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Bimsnue 2,3-ouchochormmmepara.
2,3-B®I" cuHTe3upyeTCs B 3pUTPOLIMTAX
u3 1,3-6ucochorauiepata — metadbo-
JIuTa, o0pasyrollerocsi mpu OKUCIEHUU
rmoko3bl (puc. 1.15). 2,3-BOI' umeer
OOoMBIION OTpULIATEABLHBIN 3apsia. B 1eH-
TPAJIbHOUN YaCTU TETPAMEPHOI MOJIEKYJIbI
Hb umeeTcst monocts, comepKaias mo-
JIOXKUTEJIbHO 3apsiKeHHbIE TPYIIIIbI, pac-
MOJIOXKEHHbIE Ha TMOBEPXHOCTSIX 00OMX
B-mpoTOoMepoB, MNPUOIMXKEHHBIX JPYT
K apyry. 2,3-b®I B3auMonelicTByeT CBOM-
MM OTPUIIATEJIbHO 3apssKeHHBIMM (hOC-
(haTHEIMM ¥ KapOOKCWIBHOI TpyImamMu
C MOJIOKUTEIbHO 3apsKEHHBIMU TpyIITa-
MU B-Leneil B LIeHTPaIbHOM MI0JIOCTU MO-
sexyasl Hb (puc. 1.16). Pe3ynsratoM 3T0ro
B3aMOJICICTBUS SIBIISIETCSI 0Opa3oBaHUE
IISITA TOTIOTHUTENIHBIX MOHHBIX CBSI3EH,
YTO TIPUBOAMT K M3MEHEHUIO KOH(pOpMa-
MM M cHrkeHuto cporctea Hb x O,,
BCJIE/ICTBME 4Yero KMCJIOPOJ ITOCTyIaeT
B TKaHU. B nerkux Bzaumopeiictue Hb
C KHCJIOPOAOM MPUBOIUT K U3MEHEHUIO
KoHbopMaluu Oejika U BBITECHEHUIO
2,3-B®I" u3 LEeHTpaJbHOU IOJOCTH.
2,3-B®I pearnpyeT TOIBKO C Ie30KCUTE-
MOTJIOOMHOM, TaK KakK B OKCUT€MOIJIO-
OUHE TMOJOCTh C LIECHTPOM CBSI3bIBAHUSI
2,3-B®I 3akppiTa.

Biusinne H™ u CO,. CO, sBasieTcsi KOHEYHBIM MPOAYKTOM Kataboim3ma opra-
HUYEeCKUX BelecTB. OKUCIIeHNEe OPTaHNYECKUX BEIIECTB IIPOUCXOIUT C UCITOIb30Ba-
HHMEM KUCJIOPOAA, JOCTaBJISIEMOTO TeMOTIOOMHOM M3 Jierkux. O0pazosasmuiica CO,
MOCTyMaeT U3 TKaHel B KPOBb, M B 9PUTPOLIMTAX MPOUCXOAUT peakiivsi oOpa3oBaHusl
H,CO;, karanusupyemast kapdbaHruapasoit (puc. 1.17).

YronpHag KHUCIOTa 3aTeM JIMCCOLIMMPYET Ha NPOTOH M MOH OMKapOoHaTa.
IIpoToHbI cIOCOOHBI MPUCOEAMHSTLCS K T€MOIIOOMHY B ydacTKax, yIaJeHHBIX OT
rema. [IpoToHnpoBaHMEe TeMOINIOOMHA M3MEHSIET KOH(MOPMAIUIO M CHUXKAET ero
cpoacTBo K O,, TeM caMbIM CITOCOOCTBYS MOCTYIJIEHUIO KMCI0POIa B TKAHMU.

[Tocne ocBOOOXAEHUST KUCIOPOJA B TKAHU 3PUTPOLIMTHI C TOKOM BEHO3HOM KPOBU
MoNajaloT B KaWUISPhI JETKUX, TIe MPOUCXOISIT MpeBpallieHMs, MPOTUBOIOI0X-
HbIE TeM, KOTOpbIe MpOTeKaau B TKaHIX (cM. puc. 1.17). B Jerkux ne30KcureMorio-
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ji-Lens

BRT,

: fi-Uens
LigHTpansHas
NONOCThE

Puc. 1.16. Bzanmopeiicteue 2,3-bOI ¢ gesokcuremornobmHom

OMH HACBIIIAeTCsS KUCIOPOIOM, YTO TIPUBOAUT K YMEHBIIICHUIO CPOACTBA TeMOTJIO-
6uHa k nporoHaMm. OcBoGoxnaroumecst H™ neitrpanusyior HCO,™ ¢ o6paszoBaHremM
H,CO,, xotopaga pacmeruigercsa Kapbanrunpasoit Ha CO, n H,0. O6pasyommiica
CO, ynansercs ¢ BbIIBIXaEMbIM BO3IYXOM.

PasHosecue peakiu CO, + H,0 2 H,CO; 2 H* + HCO;™ cmeliaercst BIeBo
B KanuJuisipax JerkKyx 1 BIIPaBo B KaWLIsSIpax TKaHe .

[loBrbillIeHUE CPOACTBA TEMOTTIOOMHA K KUCIOPOAY B JISTKMX M CHUXKEHHE 3TOTO
CBOICTBa TeMOTIO0MHA B TKAHIX 00YCIOBICHBI KOH(MOPMAITMOHHBIMY U3MEHEHUSIMU

Knerku Kanunnspet AnbBeOJISIpHBIN Kanunaspsr
TKaHEH TKaHEN / OpuTpouut BO31yX JErKuX [ OpHUTPOIMT
CO; ——> CO, —p>»CO, CO; =+— CO, =——CO,
H,0 HQO
H,CO;3 H,CO;3
Ilazma IL1azma
KpPOBHU i KpPOBHU
HCO3 HCO5
H* H*
Hb(O,) Hb(O,)
+
el H* Hb
0, <— 0O, <_OZL/ O —> O, _w

Puc. 1.17. MNepeHoc kucnopopa n CO, KPOBbIO
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B oiuroMmepHoii moJjiekyJsie Hb. DTu nepecTpoiiku SIBISIIOTCS CJIEACTBMEM CBSI3bIBAaHUS
mosekysibl Hb ¢ murannamu — O, uiu H™.

Peryasaums cpoacrsa Hb kK kuciopoay nporonamu HasbiBaetcs 3¢ gekrom bopa
(matcxuii dusmosnor). Db dext bopa TecHo cBsa3aH ¢ TpaHcnioptoMm CO,. M3 Bbilens-
JIOXKEHHOT'O MOXKHO cieJaTh BbiBoa, uTo CO, BeiTecHsieT O, u3 Hb B TkaHsx 1 o6part-
HOE SIBJIEHUE HAOII0AAeTCs B JIETKHUX.

Takum oOpa3om, MPOAYKTHI KaTtabojgKu3Ma OPraHMYECKUX BEILIECTB PEryaupyloT
KOJIM4ECTBO OCBOOOXIaeMoro remMoraoouHom O,. YeM MHTEHCHBHeE KaTaboIM3M
BELIECTB U BBIIIE KOHIIEHTpalnsgd HOHOB Bogopona U CO,, TeM Gosblie KHcaopoaa
0CBOOOXIAETCS B TKAHSIX U3 OKCUTEMOIJIOOMHA.

W3 paccMOTPEHHBIX NIPUMEPOB CIENYET 3aKIIOYNTh, 4yto 2,3-BDI 1 H*, B3anmo-
neiicteyronue ¢ Hb B nHbIX 10 cpaBHeHMIO ¢ O, yyacTKax (aJUIOCTEPUYECKUX LIEHTPAX),
BBI3BIBAIOT 3HAYNTE/IbHbBIE U3MEHEHUS B OEJIKOBOI MOJIEKYJIe, KOTOphIe Oyiarogapst Ko-
ornepaTuBHOMY 3(P(HEKTy BIUSAIOT Ha aKTUBHOCTb LIEHTPOB cBs3biBaHusA Hb ¢ O,.

KooneparuBHble n3MeHeHNSI KOH(POPMALIMM OJIMTOMEPHBIX OCJIKOB COCTABIISIIOT
OCHOBY peryJIisiLiMi aKTUBHOCTH He Toibko Hb, HO 1 MHOTMX Opyrux OejKOB.

1.6. UHrmb6bmTopbl PyHKLUMIA 6enkos

Jlurann, B3anMOAEMCTBYIOLIUI ¢ OEJIKOM M Hapyllalolui ero ¢GpyHKLIMIO, Ha3bl-
BalOT UHTUOUTOPOM. MIHTMOUTOPHI MOTYT B3aMMO/JIEHCTBOBATh C OEJIKOM B aKTUBHOM
LIEHTPE WU B IPYTOM, YIaJEHHOM OT aKTUBHOTO 1IeHTpa yyacTKe. C aKTUBHBIM 1ICH-
TpoM OeJiKa B3aMMOJEHCTBYIOT MHITMOUTOPHI, MO CTPYKTYpe MOXOXHe Ha creuudu-
yecKuii uraHn. Takue MHTHOMTOPH KOHKYPHPYIOT C €CTECTBEHHBIM JIMTAHIOM 3a
aKTHUBHBIN LIEHTpP (hepMeHTa.

[IprMepoM CTPYKTYpHOTO aHajlora €CTeCTBEHHOTO JIMraHda MOXET ObITh Bellle-
CTBO AUTWIMH. Ero mpuMeHSIIOT B MEIMLIMHE KaK MUOpeIaKCaHT JIJIs1 pacciaadieHust
MBIIIIL TTPY KPATKOBPEMEHHBIX OTepalMsax U 9HAOCKOMMYECKNX 00CIeTOBaHUSIX.

MexaHu3M OefcTBUS TUTWIMHA 3aKJII0YaeTcs B TOM, YTO OH, OyIyYu CTPYKTYp-
HBIM aHAJIOTOM alleTWIXOJWHA, B3aMMOICHCTBYET C pPeleNTOopaMu 3TOT0 HeiipoMme-
JMaTopa, BCJEACTBUE YeTo HapyllaeTcs repeaaya HEpBHOTO MMITYJIbca U BOZHMKAET
pacciabnenue Mpimr (puc. 1.18).

1.7. DnsnkKko-xummyeckne cBoncTea 6enkos

Paznuuust Gpu3MKo-XMMHUUECKHUX CBOMCTB MHAMBUAYAJIbHbBIX OJIKOB 00YCIO0BIIE-
HBI CJICAYIOIIMMU (DaKTOpPaMMU.

1. MoaekyasipHasi Macca, pa3mepbl U popMa MoJsieKya. B 1a6n. 1.4 npuBencHbI
3HAYEHUsI MOJICKYJISIPHOM Macchl HEKOTOPBIX 0elKOoB. B Tabj. 1.5 mpencraBieHbl Be-
JIMYMHBI, XapaKTepU3ylolIre pa3Mepbl U (pOopMy HEKOTOPBIX 0esKoB. sl cpaBHEHUS
TIPUBEICHBI pa3Mepbl HEKOTOPHIX KIIETOUHBIX OpPTraHeI.
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+ +
(H3C)3N —CHy—CH;—O—C—CHy—CH,—C—0—CHy~CHy~N(CHy)3

O O

Jutunux
+
CH3—|(|1—O—CH2—CH2— N(CH3)3

O ALIETUIXOJINH

Puc. 1.18. CtpoeHue aueTnaxonvHa n AUTUAnNHa

Tabauua 1.4
Moaekyasipaas macca (IM) HEKOTOPBIX 0€JIKOB Y€eJI0BeKa

Benok M Benok M
ComMaroTponuH 21 500 LlepynomiazmMuH 150 000
HuTtepdepon 26 000 DdubpuHOTEeH 340 000
Kapboanruapaza spuTpoiMToB 29 000 AnodepputrH 450 000
IMencun 35000 NmMmyHorno6yaun IgM 950 000
AJIBOYMUH CBIBOPOTKH KPOBH 66 500
Tpancheppun 88 000

Tabauya 1.5
Pa3mepbl HEKOTOPBIX MOJIEKYJT, KJIETOYHBIX OPraHeJi U KJIeTOK
YacTuna Pa3mepsi, HM (iONEIG KOPOTKOﬁ
OCH K JJINHHOM

AnaHuH 0,5 (mmHa) —
MuorioouH 44x4,4x2,5 1:1,7
Iemorno6uH 6,8 (TIoTIepeTHIK) —
Tpancheppun 4x5x%x10 1:2,5
DdubpuHOreH 3,8 x3,8x7 1:18
Pubocoma (80S) 23 (TmorepeyHuK) —
DPUTPOLIUT 8000 x 8000 x 1500 —
lemaronut 20 000 (rmonepeyHuK) —
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2. CymmapHublii 3apsaa. BeanunHa cyMmMapHOro 3apsiaa MoJIeKyjabl Oej1Ka 3aBUCUT OT
COOTHOILIEHUS TTOJIOXKUTEJIbHO U OTPULIATEILHO 3apsiKEHHBIX paliKalOB aMUHOKMC-
JoT. M3meHenue pH cpebl BausieT Ha COOTHOLLIEHWE 3TUX IPYMIl U, CeI0BaTeIbHO,
Ha cyMMapHbIi 3apsin Oenka. [Tpu moakuciaeHun pacTBopa Oejika cTereHb MOHM3a-
LIV aHWUOHHBIX TPYMIT CHUXAETCS, a KATUOHHBIX NOBbIIIaeTcs. [1pu noaiienavyrsa-
HUU TTPOMCXOJSAT MPOTUBOIIOJIOXHbIE U3MeHeHus. [Tpu onpeneneHHoM 3HaueHuu pH
(MHAMBUIYAJIBHOM JUIS1 KaXKA0TO OeJiKa) YMCIIO0 MOJOXKUTEIbHO U OTPULIATEIbHO 3apsi-
JKeHHbIX PaJMKajl0B CTAHOBUTCSI PaBHbBIM, T.e. CYMMapHbIN 3apsisi MOJIEKYJIbl CTaAHO-
BUTCSI paBHBIM HYJ10. Takoe COCTOsIHME Ha3bIBAETCS M303JeKTPHUECKHMM. 3HAUeHUE
pH, pu KoTopom gocTUraeTcst U303JeKTPUUIECKOE COCTOSTHUE, HAa3bIBAETCSI M303JI€K-
TPUYECKOM TOYKOM.

3. CooTHOIIEHHE MOJISPHBIX H HEMOJSAPHBIX PATUKAIOB AMHUHOKHCJIOT B MOJIEKY-
Je. TlonsipHbie rpyrnbl 6€JKOB, KAK MIOHOTEHHbIE, TAK 1 HEMOHOTEHHbIE, CITOCOOHbI
B3aMMOJIEMICTBOBATh C BOJAOM, TMAPATUPOBATHCS. BOIBIIMHCTBO OEJIKOB UMEET IMAPO-
(bubHYI0 MOBEPXHOCTH, KOTOpAasi TTO3BOJISIET UM HaXOJAUThCSl B pACTBOPUMOM COCTO-
stHUU B KJeTke. Ho cyiecTByloT u ruapodoOHbie 0eJIKKM, Ha MOBEPXHOCTU KOTOPBIX
HaXOJSITCS TPEUMYIIIECTBEHHO ruapodoOHbIe pagukaibl. Takue 0eJKru XapaKTepHbI
JIJIST KJIETOUYHBIX MeMOpaH.

HTak, pacTBOpUMOCTb OEJIKOB B BOJIHOI CpeJie 3aBUCUT OT KOJIMYECTBa TMIpO-
(usbHBIX TPy, pa3MepoB U GOPMbI MOJIEKYJIbI, BEIUUYMHBI CYMMapHOTO 3apsiia.
B u3osnekTpuueckoM COCTOSIHUM OeJIKM, KakK IMpaBUJIO, TEPSIIOT PacTBOPUMOCTD,
TaK KaK y HUX OTCYTCTBYIOT TMJpaTHass 000Jj0YKa 1 3apsia. Mosekynabl o0pasyoT
arperaTbl, KOTOpble HE MOTYT YIEPXXMBATbCS B PACTBOPE M BBIMAJAIOT B OCAIOK.
ITomoOGHBIN MpHUeM MCTTONB3YIOT IS pa3aeaeHUs 0eJTKOB, UMEIOIINX pa3IMyalony-
10CS1 U302JIEKTPUUECKYIO TOUKY. PacTBOPUMOCTDb 6€J1IKOB 3aBUCUT TAKXK€ OT COJIEBOTO
cocTaBa cpejibl, HaJW4Yusl APYIruX OpraHuYeCcKnuX KOMIOHEHTOB, TEMIEPATYPhI.

1.8. U30¢yHKLMOHaNnbHble 6enKkn

M3o0dyHKIMOHATBHBIE OCJIKU, WU U300€IKH, — 3TO CEMEHCTBO OEIKOB, BBIMTOJI-
HSIOIIMX B OpraHU3Me OMMHAKOBYIO (DYHKIIMIO, HO MMEIOIIMNX HEOOIBINNE OTINYS
B CTPYKTYype. DTH HeOOJBIIINE CTPYKTYPHBIE OCOOCHHOCTH MOTYT UMETh BaxKHOE (D31 -
ojiornyeckoe 3HaueHue. Hanmpumep, B 3puTpolMTax yeaoBeka 0OHapyKeHO HECKOJIb-
Ko ¢opM remoriaoomHa: HbA — mpeobnamaiomast hopma Ik B3pOCJIOro dejioBeka,
HbF — deTtanbHbIil reMOriIo0MH, XapakTepHblil 11 tuiona, HbA, — conepxaiuiics
B HEOOJIBIIIOM KOJMYECTBE B KPOBHU.

Bce (popmbl reMorio0rHa BIITOJHSIOT OIMHAKOBYIO (DYHKILIMIO — IIPUCOEIUHSI -
10T KUCJIOPOJ B JITKUX M TPAHCIIOPTUPYIOT €T0 K TKaHIM. Bce hopmMbl reMormoou-
Ha — TeTpaMephbl, MOCTPOEHHBIE U3 PA3HOTO COYETAHUS MPOTOMEPOB o, 3, Y U 0.
Tak, HbA — ato Tetpamep 2a,2p; HbF — 2a,2y; HbA, — 20,25. dnsa Bcex dopm
reMorjo0ouHa XapakTepeH MpoTOMEp o, OTJIMYAIOLIE UX TPOTOMEPHI 3, ¥ U & UMe-
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IOT CXOJICTBO MO IePBUYHOI, BTOPUYHON ¥ TPETUYHON CTPYKTypaM, HO HeOOJIbIINe
OTJINYMS 00YCIaBIMBAIOT pa3Indus B (PyHKLIMOHAIbHBIX cBolicTBax. Tak, HbF cia-
Oee cBsasbiBaeTcd ¢ 2,3-B®I" u otnnyaeTcst 60JBIINM CPOACTBOM K KUCIOPOLY, UeM
HbA, 1 mo3toMy BO3MOXHO CHaOXeHUE IiojJa KUCIOPOaoM 3a cueT auddy3uun
KHCJIOPOia U3 KPOBEHOCHBIX COCYIOB MaTePU.

KOHTpOﬂbeIe 3aaHnA, TeCTbl, 3agau4un

3apaHuA

1. 3anoaHuTe TAOIUILY

Knaccudukammus aMuHOKHICIOT B COOTBETCTBUM CO CBOMCTBAMU MX PaIUKAJIOB

Tun MeKpaauKaJbHbIX

CaoiicTBa paauKaioB CtpoeHue paauKaioB o
LE p pax CBA3EH

TunpodobdHEIE
[uppodmibHBIe HE3apsSKEHHEIS

TunpodunsHbie 3apsLKeHHBIE
— QHUOHHBIE;
— KaTUOHHbIE

2. Hanummure (hopmyJTy EeNTHAA U BHINOJHUATE 3aJaHUAS

Ban — Acn — Cep — Anna — Ilpo — Ity — JIus

a) olnpeneanuTe CyMMapHbIii 3apsia nentuaa npu pH = 7;

0) yKaxuTe, Kak u3MeHsieTcs 3apsia aToro nenrtuaa npu pH <7, pH > 7;

B) ompenenauTte Kakas cpeaa (> 7 uiau < 7) COOTBETCTBYET U303JI€KTPUUECKOM TOU-
K€ 3TOTO MENTUIA;

r) JaiiTe OIpeleieHue M302JIEKTPUUECKON TOUKM OeKa M yKaXuTe, KaKuMU
CBoicTBaMu 006J1aAaeT MEeNTU B U302JIEKTPUUECKOM COCTOSTHUM.

3. 3anosHuTE TAOIUILY

CrpykTypa 0elka
Ha3Banue CTpyKTYpBI IlonsiTue B d)(?;b,{[:lg:)g::;?cy:;:;;:ypu
[TepBuuHas
Bropuunast
Tpetuunas

YereepTruHas
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TectoBbIe 3agaHunA

1. YcraHoBuTe COOTBETCTBHE

AMMHOKHCJIOTbI XapakTep pagukania
A. Tpu. 1. TuapoduIbHbBIN KATUOHHBIM.
b. Apr. 2. TuapodubHbIN He3apsKeHHBIA.
B. ItH. 3. TuapodoOHBbIii.
I. Acn.
. Ty.

2. YcTaHOBHTE COOTBETCTBUE

IlenTuapi XapakTepucTuKa
A. ®en — Apr — Jleit — JIuz 1. Comepxut Bce ruapoOOHbIEC paguKaIbl.
b. Nne — I'mu — T1po — Tpu 2. N3oanexrpuueckast Touka jgexur mpu pH < 7.
B. IIpo — IlmH — Ban — Ana 3. Panukan C-KoHLIeBOIt aMUHOKHUCIIOTHI 3apsi-
I IiiH — ®Pen — Acit — Luc JKEH MoJioxXuTesibHO npu pH = 7.

M. uc — Tup — Cep — Iltn

3. BeiOepuTe NpaBUIIbHBIA OTBET

3apsia rayTaMMHOBOM KUCaoThl Tipu pH >> 7:
A. +1.

b. 0.

B. —1.

I +2.

a.-2.

4. BoiOepuTe npaBuJIbHbIA OTBET

Tpu aMUHOKUCIOTHI, UMEIOIIIME TIOJIOXKUTEIBHO 3apSKEHHBIE PaIKaIbl:
A. Tpn, Tup, Ic.

b. JIu3, Iac, Apr.

B. Tpu, JIuz, Apr.

I. JIuz, Apr, InH.

. JIu3, Tuc, @eH.

5. Boi0epuTe MPaBUILHBIH OTBET

HMoHHbIe cBSA3M MOTYT 00pa3oBaThCs MEXy paauKajiaMyud aMUHOKUCIIOT:
A. Ana, @eH.

b. Iuc, Cep.

B. Acm, Ana.

I. JIus, Acrm.

. Cep, JIuz.
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6. YcTaHoBuTE COOTBETCTBHE

Paaukaibl aMHHOKHCJIOT Caa3u MeXAy paauKajaMu
. Ana, ®eH. 1. Imapodo6HbIe.
. Hnc, Cep. 2. IncynbduaHbIe.
. Acm, Ana. 3. MoHHBIE.
wnc, Huc.
. Iy, Tc.

7. BoiOepuTe npaBUJIbHBI OTBET

Tum cBs3u, y9acTBYIOIINI B (DOPMUPOBAHNH TIEPBUIHON CTPYKTYPHI:

A. BonopoaHast mexny ruipoujibHbIMU paguKaaaMH.

b. BogopoaHast mexxiy aroMaMu MenTUAHOIO OCTOBA.

B. MoHHast Mexay 3apsoKeHHBIMU paJuKaaaMu.

I. TugpodobHasT MexXay HeMOJSIPHBIMU paJuKalaMu.

. TlentuaHass MeXIy o.-aMMHO U 0.-KapOOKCUIBHBIMU TPYIIIaAMU aMUHOKUCIOT.

8. YcTranosure cooTBeTcTBHE

XapakTepucTHKA CTPYKTYp OeKa CtpykTypa Geska
A. ®opmupoBaHUe B IPOCTpaHCTBE ouIenTuaHoi 1. [lepBuuHas.
LIETIA B BUJIE OL-CTTUPATIA U B-CTPYKTYPBbI. 2. Bropuunasi.
Acco1manms IIpoTOMepOoB B OJTUTOMEPHOI cTpyK- 3. TpeTnyHas.
Type.

. KoHdopmanuust nonunenTuaHom uemnu, (pukcupy-
eMad CBA3SIMU MEXY paJrKalaMy aMUHOKUCIIOT.
INopsimok yepemoBaHUSI OCTAaTKOB aMUHOKMCIIOT
B TTOJTUTICTITUTHOM TIETIH.

. KommyecTBo aMUHOKMCIIOT, COeIMHEHHBIX B T10-
JUTENTUIHYIO LIeTIb.

9. BoiOepuTe MpaBUIbHBIE OTBETHI

AKTUBHBIN LIEeHTp OeJKa:

A. @parMeHT TTOJUTICTITUIHOMN TISTIH.

b. KommieMeHTapeH cieluruuecKoMy JUTaHIY.

B. HebGenKoBbIii KOMITOHEHT.

I. CocTtout u3 paguMkaasoB aMUHOKMCIIOT Pa3HbIX y4aCTKOB IOJMIENTUIHON
LICIIN.

. ChopMupoBaH Ha YPOBHE TPETUYHOM CTPYKTYPHI.

10. BeiOepuTe npaBUIbHbIE OTBEThI

OO01Me cBOMCTBa reMOrjI00MHa U MUOTJIOOMHA:
A. SIBIISIIOTCS OJTUTOMEpaMMU.

Bb. IMeroT mpoCcTEeTUIECKYTO TPYIITY — TeM.
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B. TpaHcnopTupyIoT KUCIOPO/I.

I. CHuxawT cpoACcTBO K KHUCJIOPOAY MPU TOBBILIEHUM COAEPXKaHUSI MPOTOHOB
B cpefe.

JI. CiocoObl U3MEHSTh CTEIIeHb CPOJCTBA K KHCIOPOIAY B 3aBUCMMOCTU OT KOH-
HeHTpaunu 2,3-oucgochoriuniepara.

11. BeiOepuTe npaBUIIbHbIE OTBETHI

2,3-6ucdocdormuiepar:

A. BzaumoneiicTByeT ¢ aKTUBHBIM LIEHTPOM MUOIJIOOMHA.

b. I1oBblIaeT CPOACTBO MUOTTIO0MHA K KUCIOPOY.

B. YMeHbli1aeT cpoicTBO reMOrjio01MHa K KUCIOPOTY.

I. B3auMopeicTBYET C AJIJIOCTEPUYECKUM LIEHTPOM OKCUTEMOTIJIO0MHA.

J1. BzaumoneiicTByeT ¢ pagvKajlaMyd aMUHOKMCJIOT AE30KCUTeMOIJIo0nHa, oopa-
3ysl IOHHbIE CBSI3U.

12. BeiOepuTe npaBUIIbHbIE OTBEThI

HeHatypalusi 6ejika COMmpoBOXIAETCS:

A. Tuaponn3oM NenNTUIHON CBSI3U.

b. YMmeHblIeHHEM pacTBOPHUMOCTH.

B. HapyiieHueM KOMILIEeMEHTaApHOCTU aKTUBHOTO LIEHTpA 1 JIMTaHaa.
I. TMortepeii Onomornuyeckux GyHKIUA.

J1. PaspyiieHueM cnadbix cBsi3ell, (GUKCUPYIOIINX KOH(OPMALIUIO.

3agaum

1. IIpuynHOii TIPUOHOBLIX OOJIE3HEI SIBISIIOTCS OCOObIE OEJIKOBBbIE MOJIEKYJIbI-
MMPUOHBI, KOTOPhIE TTPU U3MEHEHUHU MTPOCTPAHCTBEHHO KOH(MOpMaIK IprodpeTa-
10T MaTOJOTMYECKUE CBOMCTBA, MPOSIBIIsIIOIIMECS TsiKeabiMu paccTpoiictBamu LIHC.
BnepBbie 3T0 cMepTeIbHOE 3a00IeBaHUE, HA3BaHHOE «Kypy», 0OHAapyKeHO y abopu-
reHoB octpoBa Ilanya-HoBas IBunes. I1o3ke oHO ObUIO Ha3BaHO «OEIIEHCTBO KO-
pPOB», TaK KaK €ro BO3HUKHOBEHUE CTaJIM CBSI3bIBATh C YIIOTPEOJeHUEM B MUIILY Msica
3apaKeHHBIX XUBOTHBIX. M3BECTHO, YTO TPUOHOBBIEC OCJIKU COAEPKATCS B OPTaHU3ME
YyeJI0BeKa B HOpME 1 MMEIOT MPeo0/IagaoNyio o.-CIIMpaIn30BaHHYIO CTPYKTypy. [1pn
MaToJIOTUM OHU MPUOOPETAIOT CKIATUATYIO PB-CTPYKTYpY, YCTOMUUBYIO K NEUCTBUIO
MpoTeas.

CunTaloT, YTO MOHOMEPHI MATOJIOTHYECKOM (POPMBI TIPUOHOB, TIOMAAast B KIIETKY,
B3aMMOJICIICTBYIOT C HOpMaJIbHBIMU (POPMaMU U «HABSI3bIBAIOT» UM CBOIO KOH(opMa-
LIMI0, TIpeBpaliasl o-CrupaibHble CTPYKTYPHI B B-CTPYKTYPBI, B pe3yjibTaTe 00pa3yeT-
€51 KOMILIEKC U3 ABYX [3-CKIaqyaThlX MOJIEKYI.

Takue Monekysibl 0ObEAUHSIIOTCSI B BBICOKOCTPYKTYPUPOBaHUE aMUJIOUIHBIE BO-
JIOKHA, 3aIOJTHSIOIINE KIIETKY. DTa LelHasl peakiius MOCTEIIEHHO OXBaThIBAeT BECh
OpraHmu3M.
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[MpuBennTe MPUYMHBI M3MEHEHUST (PYHKIIMIT HOPMAJIbHBIX TTPUOHOBBIX OEIKOB
pu 2Toi 6one3Hu. st oTBeTa:
a) yKaxuTe, K KaKOMY YPOBHIO ITPOCTPAHCTBEHHOM KOHGMOPMAIIUM OTHOCSTCS OL-
U B-CTPYKTYphI O€jiKa, KAK OHU 00pa3yloTcsl, KAKKe CBSI3U UX DUKCUPYIOT;
0) pUBEIUTE MPUYMHBI, 00BSICHSIONINE, TTOYEMY U3MEHEHE HAaTUBHOM KOHGOP-
Malllu COMPOBOXKIAETCS yTpaToil cieuuduyeckoit pyHKIMM Geka.

2. CryneHTKa IJisd TOro, YTOObI YCITOKOWUTHCS TMepell MOocelieHueM CTOMaTos0-
ra, Havyaja riayooko W yacTto Abliiath. Ho Bckope moyyBCcTBOBajia rOJIOBOKPYKEHUE
1 cnabocTb. OOBSACHNUTE, KAKUM 00pa3oM CHIDKeHNe KoHLeHTpauuu CO, pu rurep-
BEHTWISILIMY MPUBOIUT K TMITOKCUM TKaHe#. 11 3Toro:

a) YKaXuTe, OT Yero 3aBUCUT CKOpPOCThb NocTyrieHus: O, B TKaHU; onuiuute 3¢-

ekt bopa;

0) ompeneauTe, K KAKOMY CITOCOOY PEeryJsIiii OTHOCUTCS M3MEHEHHWE CPONICTBA

remorinoorHa K O, TpU CHYXKEHWU WU MOBbILIeHUN KoHLeHTpauuu CO,.

3. B Havasne nHTeHCUBHON (hr3nyeckoil padoTsl faBieHre O, B KaMWJLISIpaxX MbIIILL
nagaeT 10 10—12 MM pT. CT. (B Kanujuisipax MOKOSIIUXCS MBI JaBJI€HUE COCTaBIISI-
eT 40 MM PT. CT.), IPU 3TOM HaOJII0AAETCS YBeJUUECHNE B 9PUTPOLIMTAX KOHLIEHTPALUU
2,3-6ucdocdormuuepara, CO, u curmxenne pH. Kakoe 3HaueHne nMeeT U3BMEHEHNE
JAHHBIX MoKa3areneit g cpoactsa Hb xk O,? lns oTeera:

a) ONMUIIUTE CTPYKTYPY 1 (PYHKIIMKM reMOTJI00MHA;

0) OOBSICHUTE MEXaHU3M PEryJsiliMyM HaChILEHUs] TeMOTJI00MHA KUCIOPOAOM

B JIETKUX U 0CBOOOXAeHUA O, B TKaHU.

4. Y 007bHBIX ¢ 3200€BaHUSIMMU JIETKMX pa3BUBAETCs OOlIasl TMITOKCUST TKaHeH,
TaK Kak mapuuaibHoe gaieHue O, B JIETKMX MOXET CHMXaTbcsl 10 50 MM pT. CT.
[Tpu »aTOM B 3pUTpOLMTAX HAOIIOJAETCsl yBeJMYeHue cuHTe3a 2,3-0ucdocdorin-
uepara (2,3-b®I') u ero KOHIEHTpALIUS MOXET ITOBBIIAThECS ¢ 4,5 10 7,0 Mosb/T).
OO0BsIcHNTE 3HAYeHUE HAO0JaeMbIX M3MEHEHHIT, OTBETUB Ha CJICIYIOIINE BOITPOCHI:
a) Kakoe ctpoeHue umeet 2,3-bPI" 1 kakoB ero 3apsa?
0) Kak npoucxoauT B3aumoseiicteue 2,3-b®PI" ¢ Mosexynoit reMoriodrHa, B Ka-
KOM €€ yJacTKe U ¢ Kakoii (popMoii (OKCH- UJIN J€30KCU-)?

B) Kak u3MeHsietcsi cpoictBo Hb k kucnopony u nocraska O, B TKaHU MPH MOBbI-
e KoHueHtpauuu 2,3-bDI? 1o kakomy Mexanusmy 2,3-bB®PI perynupy-
et cpoactso Hb k O,?

5. OcHoOBHOI1 (hopMoOIi reMOTI00MHA Y TUI0Ja HAYMHAS C 1IECTU MECSLEB pa3BU-
TUS gBasietcs ¢etaabHblii reMorioouH — HbFE Ilocie poxaeHust pedbeHka OoH MH-
TeHcUBHO 3amelnaercss Ha HbA (¢opma, xapakTepHas 1jis 3pUTPOLIMTOB B3POCIOTO
yesoBeka). [Touemy Bo3aMoxkHa nepegadya kKuciaopoaa or HbA marepu Ha HbF mona,
YUHTBIBAsSI, YTO KPOBb ILIOAA M MaTepU He cMelnnBaeTcsd? s oTBeTa Ha BOIIPOC:
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a) YKaxuTe, YeM ompenaesiercs: cpoactso Hb k kuciopony;

0) ompenenuTe, Ojis KakKoil (DOpMBI TeMOTJI00MHA CPOACTBO K KMCIOpOmy Oyaer
HUKE M KaKoe 3TO MMeeT 3HaueHUe JJ1s1 ero (PYHKIIMOHUPOBaHUS;

B) 00BsICHUTE, KaK peryaupyetcs cponctso Hb k O, u kakas ¢dopma HbA i HbF
OyneT cuiibHee CBI3bIBaThCS € 2,3-0uchocdorinieparoM.

6. Mansapus (cpeIHEeBEKOBbII UTaAJl. mala aria — TUIOXOI BO3MIyX), paHee U3BecT-
Hasl KaK «00JI0THAsI INXOPaaKa», SIBIsIeTCS MH(PEKIMOHHBIM 3a00JIeBaHNEM, TTepeaa-
BaeMbIM UYeJIOBEKY MpU yKycax KomMapoB pona Anopheles. Mansipusi COnpoBOXIaeTCst
MTOBBIIIICHUEM TeMITepaTyphl, IMXOPAIKO, 03HOOaMU, CIJICHOMETaJIneli, rermaTroMe-
ranueit (yBeJMueHUEM pa3MepOoB CeIe3eHKH 1 TeYeH! ), aHEMUEHA.

OnHako CYLIECTBYIOT JIIOAM, HEBOCIIPUMMYMBLIE K Majisipuu. CUMIITOMBI 3a00-
JIEBAaHUSI Y HUX OTCYTCTBYIOT, HO IIPY aHaJIM3e Ma3Ka KPOBU OOHAPYKUBAIOTCSI BO3-
Oynutenu Mansgpun. M3BeCTHO, 4TO 3TU JTIOAU SBISIOTCS TeTepO3UTOTaMU MO TEeHY
HbS (anomanwshast popma Hb). HbS B spuTpoumTax oOpasyet ¢pudpuiIsIpHbIe arpe-
raThl, Ie(OPMHUPYIOIINE SPUTPOIIUTHI U TIPUAAIOIINE UM (pOpMy cepria, 4TO TTPUBO-
JUT K CHUXKEHUIO UX TPAHCIIOPTHBIX CBOMCTB, YMEHBILEHUIO CpoKa XKu3HU. [Touemy
JIIOAM-TeTepo3uroTsl o HbS HeBoCIIpMUMYMBEI K Maisipun?

ITpu oTBeTe Ha BOIIPOC 3a4a4u:

a) YKaxwuTe, Kakue n3MeHeHus B cTpykType Hb npuBonsr k mosieienuio HbS;

0) oOBsICHNTE, KaK MIPOUCXOIUT MpucoequHeHne O, K TeMOIIOOMHY A ¥ ToueMy

U3MEHSIIOTCS TpaHCIopTHbBIe (pyHKiMu HbS;

B) MpUBEIUTE TIPUUUHBI, OOBSICHSIOIIME, TToYeMy 3a00JIeBaHNE CEPIIOBUIHOKIIC-
TOYHAsl aHeMUsT HanboJiee pacpocTpaHeHa B TeX XKe PerMoHax, 4YTo U Maysipysl.
ITouyemy B 3TUX pErMoHax ¢ OCTOPOXKHOCTBIO TIPUMEHSIOT CPEACTBA, HAIPaB-
JICHHbIE Ha JICUeHNE MaJISIpUN?

OTBeuasi Ha BOIIPOC 3a/1au, YUYTUTE CIEeIYIONIYI0 MHDOpMaLINIO: BO3OYIMTEN Ma-
JISIpUU MOTAaAaloT B OpraHu3M 4esioBeKa uepe3 YKyC KomapoB Anopheles. 3atem criep-
MAaTO30Ubl Mapa3uTa MPOHUKAIOT B TeMaTOLIMTHI YeJ0BeKa, TAe MTPOUCXOIUT UX pa3-
MHOXEHHME, a TIO0C/Ie pa3pylleHus IernaToLUTOB Mapa3suThl 0CBOOOXIAIOTCS B KPOBb
U MPOHUKAIOT B BPUTPOLUTHL. 3aTeM OHM CHOBA IIOMNANalOT B OpraHM3M KOMAapoB
C KPOBBIO UeJI0BeKa ITOCiIe YKyca KpPOBOCOCYIIEro HaceKoMoro. PernoHbsl Hanbob-
IIETO pUCKa Pa3BUTHS Maliapuil — adpuKaHCKHe cTpaHbl, FOro-BocTtounas Aswus,
IOxHast Amepuka.

7. TlalmeHThl reMaTOJOTUYECKUX KIMHUK C PE3KO CHMKEHHBIM UMMYHUTETOM
0COOEHHO TOABEPXKEHbI MH(PEKIMOHHBIM 3abojeBaHusIM. [ToaTOMY B Takux Kiu-
HUKaX WCKITIOYMTEIEHO BBICOKME TpeOOBaHMUS K aHTUCEIITUKE: ITOMEIIECHUS ITIO.I-
BepraroTtcs Jactoil YD-mydeBoit 00paboTKe, MEIUIIMHCKIE MHCTPYMEHTHI U OEKIY
aBTOKJIaBUPYIOT (00pabOTKa BBICOKOW TeMIlepaTypolii), yoopka IMOMeIIeHU Ocy-
LIECTBIISIETCST ¢ J0OABAEHUEM JeTePreHTOB, XJIOpaMUHA WU APYTUX aHTUCENTUKOB.
OO0bBsIcHUTE, C KaKOM 11eJIbIO IIPOBOAUTCS aHTUCENITUYecKast oopadboTka. [{Jis1 3Toro:
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a) YKaXuTe MeXaHM3M JIeHATYPUPYIOIIETO ASHCTBUS YIBTPahUOIETOBBIX JyIeil,
BBICOKOIT TeMIIepaTyphl, aHTUCETITUKOB Ha MAaTOTeHHYIO MUKPODIIOpPY;

0) ONMUIINTE BCE YPOBHU CTPYKTYPHOM OpraHMU3aIliny OEJTKOB 1 OTIpeIeTINTE, KaK1e
CTPYKTYpBI OEJIKOB TIPU 3TOM HapyIIAIOTCS;

B) OOBSICHUTE, MOYEMY HapylleHUs B HATUBHBIX CTPYKTypax OEIKOB MPUBOIST
K MX MTHAKTUBAIIUU.

8. bepe3oBblii JeroTh — MPOIYKT CYyXOi MEPeroHKM Hapy>KHOM KOpbl Oepesbl, CO-
JepKUT (heHOJI, TOJIYOJ, KCUoJl. bepe3oBblii 1eTOTh SIBISETCSl OJHOM U3 COCTaBHbBIX
yacTeil Ma3u BulllHeBCKOro, MpUMEHSIEMOM 1JIsl JIeUeHUsI paH, sI3B, MPOJIeXKHElN, 00-
JlajaeT aHTUCENTUYECKUMU cBocTBaMU. OObsSCHUTE MPUHLUI AHTUCENTUYECKUX
CBOMCTB 3TO# Ma3u. st aToTrO:

a) Hanuiuurte ¢popMyiy peHoia, ToJIyosa, KCUaoa;

0) yKaxkuTe, KaKe CTPYKTYphI O¢JIKa HapyIIaloTCs IMPU UCTIOb30BAaHUM STUX aH-

TUCETTUKOB.

DTaNOHbl OTBETOB K TeCTOBbIM 3afJaHNAM

1.1—B,2—B,3—A
2.1—B,2—T,3—A.
3.1

4.B.

5.T.
6.1—A,2—T,3—].
7. 1.
8.1—T,2—A,3—B.
9.B, T, 1.

10. B, B.

11.B, .

12. B, B, T, 1.



Depmenmeol

e usyyenus. 3HATb U YMETb OOBSCHSITH!

0COOEHHOCTH (hepMEHTATUBHOTO KaTajan3a, 00yCcIOBIEHHbIE OJIKOBOI MTPUPO-
oM (hepMEHTOB;

CTpoeHUe KOMEPMEHTOB 1 KO(PaKTOPOB, UX POJIb B (DEPMEHTATUBHOM KaTaJIu-
3¢; 3HaU€HMWE BUTAMWHOB B MMUTAHUM 4YeJIOBeKa KaK CyOCTpaTOB IJISI CMHTE3a
KO(epMEHTOB;

BUJIBI CITEIM(PUIHOCTU (DEPMEHTOB, CITOCOOBI pacyeTa aKTUBHOCTU (DEPMEHTOB
U OLIEHKHU CpOoACTBa (hepMeHTa K cyOCcTpary;

3HAUEHUE U CITIOCOOBI PETYJISILIUU META0OJIUUECKUX MyTel, MEXaHU3M JeHCTBUSI
3 (HEeKTOPOB-PETYISITOPOB Ha AaKTUBHOCTD KJTHOUEBBIX (DEPMEHTOB;

TUITBI MTHTUOMPOBAHUSI aKTUBHOCTU (PEPMEHTOB; MEXaHU3M JEHCTBUS MHIU-
OUTOPOB Ha MPUMeEpPEe HEKOTOPHIX JIEKAPCTBEHHBIX MpernapaToB, OTPABIISTFOIINX
BEIIECTB U JIPYTMX 9K30T€HHBIX BEILIECTB Ha METa0OJIMYECKIE MPOLIECCHl B Op-
raHU3ME;

3HaUEHUE UCMOJIb30BaHUS (DEPMEHTOB AJIsI IMATHOCTUKY 1 JIeueHUsI 3a00jieBa-
HUIA.

®epMeHTBI — 3TO TpyIa GeIKOB, 00JIATAIONINX CITOCOOHOCTBIO K YCKOPEHUIO
XUMMUYECKUX peakuil. Tpu yHUKaJbHBIX CBOMCTBA OTJIMYAIOT (DEPMEHTHI OT APYIUX
KaTajanu3aTOpOB:

1) BbIcOKAsT 9(P(DEKTUBHOCTD I€CTBUS;

2) crieudUIHOCTD ACHCTBUS;

3) cMOCOOHOCTD K PETyJIsSLINN.

HaszBaHue Bcex (hepMEHTOB UMEET OKOHUYAHUE «a3a», K KOTOPOMY J100aBJICHO Ha-
3BaHUe cybcTpara, MmojBeprarollerocst aeicTBuio gaHHoro gepmeHta. Hampumep,
rJlyTaMrMHaza — (epMeHT, KaTalu3upylolui ruaponaus riayramuHa. Kpome Ttoro,
B Ha3BaHUM (hepMeHTa MOXET MCITOJIb30BaThCs Ha3BaHUE cybcTpara u AeiicTBue hep-
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MeHTa Ha Hero. Hampumep, rmyramaTtoeruaporeHasza — (GbepMeHT, KaTaIM3UPYIOIINi
JIETUIPUPOBAHKE TTYTAMUHOBOM KUCIOTHI. HeKoTopbie hepMEHTHI COXpaHUIU TPH-
BUaJIbHBIE Ha3BaHUs. Hanpumep, MerncuH, TPUIICMH — MPOTEOTUTHIYeCKUe (hepMeH-
ThI, KATaJIM3UPYIOLLME TUIPOJIU3 OEJIKOB.

Knaccndpukaunsa pepmeHtoB

B cooTBeTCTBUM ¢ TUIMAMU KaTaIM3UPYEeMbIX PeakInii Bce (hepMEHTHI pa3ielieHbl
Ha 1iecTh KiaaccoB (Tabm. 2.1). Kaxablil Kjacc pasaesieH Ha MOAKIACCHI M MOAIOI-
KJIACCBI, KOTOPBIE YTOUHSIOT CIIeM(UIHOCTD IEWCTBUS TaHHOTO (hepMEHTA.

Tabauya 2.1
Kinaccol hepmenToB
Knace Tun KaTaau3upyemMoii peakuuu
OKCUIOpeayKTa3bl OKUCIUTETbHO-BOCCTAHOBUTEIHHBIC PEAKIINN
Tpancdepasbl [TepeHoC OTAENbHBIX IPYIIT ATOMOB OT JOHOPHOI MOJIEKYJIbI
K aKIENTOPHOM MOJIEKYJIe
I[nponaser Tungponutnyeckoe (¢ yuacTueM BOIbI) paclleIlJIeHUE CBSI-
3ei
JInasnr Pacuieruienue He ruponuTuyeckum myreM cBsizeit C-C, ot-

werienre Maibix mosiekyn (H,0, H,S) ¢ o6pazoBanuem
JIBOMHOM CBSI31 WJIM UX TIPUCOETMHEHME T10 IBOMHOM CBSI3U

H3zomepasbl BsaumonpeBpaliieHue pa3TuuHbIX U30MEPOB

Jlurassl (cuHTETa3bI) BzaumosneiicTBue AByX pa3iuuHbIX COEANHEHUI ¢ 0Opa-
30BaHuEeM 00Jiee CIIOKHOIO BelllecTBa (MCIIOIb3YeTCs
sHeprus ATD)

®epMeHTHI 1 MeTa00M3M. B XX1BOI1 KJIeTKe MHOXKECTBO pa3HOOOPa3HbIX COeAU-
HEHMI, HO peakiIMi MeXAy HUMU He OeCITOpsIOYHbI, a 00pa3yloT CTPOTO OIpeIesieH-
HbIe METa0OJIMYEeCKUe MMyTU, XapaKTepHbIE IS JaHHON KIeTKU. MHIMBUIYaIbHOCTh
KJIETKM B OOJIBIION CTeNeHU OIpenessieTcsl YHUKaJbHbIM HaO0opoM (DepMEHTOB, KO-
TOPBI OHA TeHETUYECKU 3allporpaMMUpPOBaHa MPOU3BOAUTh. OTCYTCTBUE JaXKe Of-
Horo depMeHTa Win JedeKT, U3MEHSIOINI ero KaTaIuTuieckKre (PYHKLIMU, MOTYT
MMeTh OYEHb Cepbe3HbIe OTPULIATEIbHBIC TTOCIEACTBIS IJIsI OpraHu3Ma.

HapyimeHust cTpyKTyphl (pepMeHTa, Beayline K CHUKEHMIO eT0 aKTUBHOCTH, 3a-
MEIUISTIOT CKOPOCTh METa00JMYECKOTO MMyTH, B KOTOPOM Y4aCTBYET 3TOT (PepMEHT.
Takue HapylIeHUs TOYTH BCETHa IIPOSIBISIOTCS KaK O0oyie3HU (PH3MMOIIATUM).
[MoBpexneHns (pepMeHTOB OBIBAIOT ABYX TUIIOB: HACJEACTBEHHBIEC Ne(EeKThl CTPO-
eHUSI (PepPMEHTOB U MTOBPEXKAEHMSI, BHI3BAaHHBIE MTOMANAIOIIMMU B OPTaHU3M TOKCH -
YeCKMMMU BellleCTBAMU WU APYTUMU BHEITHUMHU BO3IEICTBUSIMU.
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2.1. KodpakTtopbl pepmeHTOB

Bce depmeHTB OTHOCSATCS K MIOOYJSIpHBIM OejikaM, MpuueM Kaxabli (ep-
MEHT BBITIOJIHSCT cHelupuUIecKyio (YHKINIO, OOYCIOBICHHYIO NPUCYIIEH eMy
[JIOOYJISIPHOUM CTPYKTypoii. OQHAKO aKTUBHOCTb MHOTMX (DEPMEHTOB IMPOSIBISET-
Cs TOJIKO B MIPUCYTCTBUU HEOEJKOBBIX COEIUHEHUI, Ha3bIBAEMbIX KOGaKTOpamu.
MonekynsipHblii KOMILIEKC OeJIKoBOI yacTu anodgepMeHTa U KodaKTopa Ha3blBa-
ercst xomopepmenTom. Ponb Ko(hakTopa MOTYT BBHINIOJNHATL MOHBI METALIOB (Zn’",
Mg?*, Mn?*, Fe?*, Cu?", K*, Na') uiu pasauuHble 0 CTpyKType OpranndecKue co-
eJTUHEHHUS.

OpraHuyeckue KoakTopbl 00bIYHO Ha3bIBalOT KothepmMeHTamu (TadJ1. 2.2), 60J1b-
IIMHCTBO U3 HUX SIBJISIOTCS] TPOM3BOIHBIMU BUTAMUHOB. THM CBSI3U MexXay pepMeH-
TOM U KO(EepPMEHTOM MOXKET ObITh pa3nuyHbIiM. MHOrma cBs3b ciiabass 1 BOZHUKAET
TOJIBKO BO BpeMs TIPOTeKaHMS peakinu. B mpyrux ciydasx KohakTtop U ¢hepMeHT
CBSI3aHbI MPOYHO 3a CUET KOBAJIEHTHBIX CBs3elt. B mocienHem ciiyyae HeOEIKOBYIO
yacTh (hepMeHTa Ha3bIBAIOT MPOCTETHYECKOM IPYNION.

Tabauya 2.2
HexoTopsie KohepMeHTbI 1 X DYHKIMH
KodepmenT DyHKIHUSA BuraMun-npeanmecTBeHHUK
NAD*, NADP* ITepeHoc Bomopoaa (3JIEKTPOHOB) HuxornHoBas Kuciaora —
B OKMCJIUTEJIbHO-BOCCTAHOBUTENIb-  BUTaMUH PP
HBIX pEaKIIUsIX
FAD IlepeHoc Bopopona (3JeKTPOHOB) Pubodnasun — BuramuH B,
B OKUCUTEIbHO-BOCCTAHOBUTEb-
HBIX pEaKIIUsIX
Kodepment A AKTUBAIIMS U TIEPEHOC allMJIbHbIX IManToTeHOBAs KUCIOTA
TPYII B peaKInsIX, KaTaIu3upye-
MBIX JINTa3aMHU U TpaHchepazaMu
buotnn CaassiBanne CO,, akTUBaLWs buotnH — BuTamMmun H
U BKJTIOUSHUE B MOJIEKYJIBI (KJ1acc
JIUTA3bI)

IMupunokcansdocdar IlepeHoc amuHorpynm u nekapook- I[lupupokcuH — BuTamMuH By
CUJTMPOBaHME aMUHOKHUCIIOT (KJ1acc
TpaHcdepasbl, JIMa3bl)

Terparuopodonuenas IlepeHoc omHOYTIEPOTHBIX dpar- donueBas KuciIoTa
KHCI0Ta MEHTOB (KJ1acc TpaHchepasbl)

KodakTopsl B Xo/ie peakiiiil BITIOTHSIIOT Ceayole (PyHKIIN:

® YYyacTBYIOT B (hDOPMMPOBAHUM TPETUYHOM CTPYKTYphl OejiKa U obecredyeHUun
KOMIUICMEHTapHOCTU MEXTY (hepMEHTOM U CyOCTPATOM;

e MOTYT HEIOCPENCTBEHHO BOBJIEKATHCS B PEaKIIMU B KAUeCTBE €llle OJHOTO CY0-
ctpara. B 3T0i1 pom 00BIYHO BEICTYTIAIOT OpraHNYecKre KohepMeHTHI. Mx y4a-
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Tabauya 2.3

CTpyKTypa HEKOTOPBIX BUTAMUHOB, X MHUIIEBbIEe HCTOYHUKH U 3200JIeBaHNA,
BO3HUKAIOIIME NpH Jedunure

Buramun

Tuamun
(BuTamuH B))

Pubodnasun
(BuTamMuH B,)

HuauuH,
HUKOTUHOBAsI
KHCI0Ta
(BuTaMuH B;,
BuTaMuH PP)

ITanToTEeHO-
Bast KMCJIOTa
(ButamuH Bs)

[TupuaokcuH,
MUPUIOKCAIb,
MMUPUIOKCA-
MMH (BUTa-
MuH By)

buotun
(ButamuH H)

®onat
(BuTamMuH By)

CrpyKkTypa

NHa

T¢ l (_'H;—iﬁ——ltr‘—cH‘

. HC C—CH»CH:-0H
HC” N 5T .
MupuvuaHonoe THAIOOBOE KONLI0

Ko htlo

o
HiC N
5Ny 4 3NH
Hsoannokcasnn
o Lo
H;C ITI N~ Yo
CHg*?H*FH*CH*CI-thH
OH OH OH
PuGuron

it

COOH Co
=z =z NH,
Q/ @/

N N

Hukorunonas
KHCIIOTa

Huxorunamu

g g
HO*CH27$fC‘If(ﬁ7NH*CHTCHfCOOH
CH; H O
2,4-Jluruapokcu-3,3- ImmMeTHiI- B-Ananun
MacJIsHas KHCIoTa
CH,OH CH,NH,
HO CH,0H HO CH,0H
= =
Hy¢~ N HyC~ N
IMupunoxcon IMupunokcamun
(ITMPUAOKCHH)
(0}
g
~
HI\II/ NH
HC——CH

HoC - CH—(CHy)4—COOH

T A =T | SR
ool

Ty

3a0oeBaHus

[NonuHeBpuUTHI, OEpU-
0epu, HapylleHue cep-
JICYHOM JesTeTbHOCTH,
ynaxkmmiz 2KKT

JlepMaTHUTHI, KOHBIOH-
KTUBUTBI, KATAPAKTa,
MBIIIEYHAs CI1a00CTh

[lemnarpa, OCHOBHBIE
MPU3HAKU: TePMATUTHI,
nuapest, IeMeHIs (Ha-
pylieHre QyHKIII
LHC)

JlepMaTuThl, HEBPUTHI,
napajndu, TucTpodu-
YecKre U3MEHEHUs
cepala, IoYeK, XKere3
BHYTPEHHEN CEeKpeLun

Hesponornueckue
3a00JIeBaHUSI

Crrenmuduyeckue aep-
MATUTHI, Ce00pest, BbI-
MajgeHue BOJIOC, Iopa-
JKeHUe HOorTel, 0011

B MBIIIIIAX, AETPEeCCUst

Hapymenue kpoBe-
TBOPEHUST, MAKPOILIU-
TapHasi aHeMusI

IInmeBsbie
HCTOYHUKH.
Cyrounas
MOTPEOHOCTH

3epHa, opexu,
OBOLLLU, ITLIE-
HUIIA, MSICO
TMOCTHOE

2—3 mMr

Msico, opexu,
OBOLIA
1,8—2,6 mr

Msico, opexu,
OBOIIN
15—-25 mr

Hpoxku, 3ep-
HO, XEeITOK
SIWII, TIEYeHb
10—12 mr

JpoxcKu, me-
YeHb, MIICHUIIA,
opexu, 0aHaHBI
2—3 mMr

3epHO, XKeJITOK
SIUII, TIEYEHD,
TOYKH, TOMAThI
0,01-0,02 mMr

Jposxcku, me-
YeHb, JINCTHS
pacTeHui

0,05—0,04 mr
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CTHEC B p€aKIIMM MHOT1a CBOJUTCA K TOMY, YTO OHHM BBLICTYIIAIOT KaK JOHOPbI UJIN

AKILICIITOPLI OITPCACICHHBIX XUMNYCCKUX I'PYIIII.
Z[e(bI/ILII/IT J11000T0 BUTAMMHA BeleT K Hapylm€HMIO CUMHTE3a OMPEACIICHHBIX KO-
(bepMCHTOB 1 MOXKET MPOABJIATHCA pa3JIMYHbBIMUA 3a60J’[GBaHI/I${MI/I, HEKOTOPbIC U3 HUX

yKa3aHbl B Ta0JI. 2.3.

2.2, MexaHn3Mbl AeNCTBUA pepMEHTOB

[TepBoHAYaIbHBIM COOBITHEM IIPU IeHCTBUM (DepMeHTa SIBJISICTCS €ro crieuu@u-
YyecKoe CBSI3bIBaHUE C JIMTaHAOM — cyocTtpatoM (S). DTO MpOMCXOAUT B 00JACTH
aKTHBHOIO LEHTPa, KOTOPbI (hopMUPYETCs 3a CUYET CIeHU(pUIESCKOro CONMKEHUS
paauKajaoB aMUHOKKCIIOT, OIIpeaeIeHHBIM 00pa30M OpHEeHTUPOBAHHBIX B IIPOCTPaH-

ctBe (puc. 2.1).

CH,OH 5
0 Asp-205

HN__ Gly-229

H

HO\OH  H/OH

/O\\(

- =5

e \

e \
---O

I'mokoza ¢ OH
AT® "

["mokokuHaza Asn-204 //:/
Alp NHf/

CH,(P) %
- 0

Asn-231 Glu-256

H OH

I'mioko30-6-ocdar

Puc. 2.1. BsaumogencTaume roKo3bl C aKTUBHbIM LIEHTPOM FIOKOKMHA3bl:

A — peaKuus, KaTanvsvpyemas roKoKMHason; b — obpasoBaHvie depmMeHT-Cy6CTPaTHOTO KOM-
nieKkca

V c1oXHBIX 0€JIKOB B aKTUBHOM LIEHTPE pacnoioxkeH KodakTop. OnHu R-rpyrnib
aKTHUBHOTO LIEHTpa MPUHUMAIOT yUyacTue B CBSI3bIBAHUU CyOCTpaTa, Ipyrue — B KaTa-

Ju3e. HekoTopheie rpyIinbl MOTYT BBIMOJHSTE 00€¢ (DYHKIIMH.
Cas3biBaHME CcyOcTpaTa ¢ (pepMEHTOM BbI3bIBAET KOH(POPMALIMOHHBIC U3MEHEHUS

B bepMeHTe M cyOCcTpaTe, HEOOXOAMMBIE ISl MPOTeKaHUs KaTaliu3a, U TEM CaMbIM
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YBEJIMYMBAET CIIeU(UIHOCTD (hepMEHT-CYOCTPAaTHOIO B3aUMOAECTBYS (MHAYIPO-
BAaHHOE COOTBETCTBHE).

B o611em Buje xoa pepMeHTaTMBHON peaklMy MOXKHO MPeACTaBUTh CAEAYIOLINM
obpazoM:

E+S2ES2EPE+P

rne E — ¢pepmenrt; S — cybcTpat; P — npoaykr peakiiun.

DdepMeHTaTUBHAS peaKLUs MpeaCcTaBlisieT cO00i MHOTOCTaIUIHBIA Mpoliecce,
Ha TIepBOM 3Talle KOTOPOro IOoCje YCTaHaBJIEeHUS WHIAYLUPOBAHHOTO KOMILIe-
MEHTapHOI'0 COOTBETCTBUSI MeXAy (hepMEHTOM U cyOcTpaToM oOpasyeTcs dep-
MeHT-cyOocTpaTHbIN KoMIuiekc (ES). 3aTreM B 00J1aCTU aKTMBHOTO LIEHTPa MPOUC-
XOIUT XMMUUECKOe TpeBpalleHue cyocTpaTta 1 00pa3oBaHUE MPOIYKTOB peaKiun
(puc. 2.2).

60

E+S

E PP
Depmein  CyGcrpar

Puc. 2.2. MexaHu3m fenctera GepmeHTa:

A — yCTaHOBJIEHVE VHAYLUPOBAHHOTO COOTBETCTBMA KOHPOPMaLMM aKTUBHOIO LieHTpa dep-

MeHTa 1 cybcTpata; b — obpa3oBaHve dpepmeHT-cybCcTpaTHOro Komniekca; B — obpasoBaHue

NPOAYKTOB peaKkuuu; [ — 0cBO6OXKAEHVE NPOAYKTOB peaKLum 1 nepexon depmeHTa B UCXOLHOE
COCTOsHME

JleTanbHBIN MeXaHU3M JIEHCTBUS KaxXIoro (pepMeHTa YHUKaJICH, HO €CTh O0IINe
YepThl B «pad0Te» (DEPMEHTOB, KOTOPBIE 3aKJIIOYAIOTCS B CJICAYIOLIEM:

e BbICOKas U30MPATEIbHOCTD IeUCTBUS (hepMeHTa 00ecIieurnBaeTCs TeM, UTO CyO-
CTPAT CBSI3bIBAETCSI B AKTUBHOM LIEHTpE (hepMEHTa B HECKOJbKUX TOUKAX, U 3TO
HCKJTI0YaeT OIINOKMU;

e AKTUBHBIN LIGHTP pacriojaraeTcsl B yriayoJeHUU (HUIEe) TTOBEPXHOCTU (hepMeH-
Ta U UMeeT KOH(pUrypaiuio, KoMIIeMeHTapHylo cyocTpary. B pesynbrare cyo-
CTPAT OKa3bIBACTCS OKPY>KEHHBIM (DYHKUIMOHAIBHBIMU IPYHIIAMU AKTUBHOIO
LieHTpa (hepMeHTa U yIaJIeHHbIM OT BOJHOM Cpe/ibl;

e CBsI3bIBaHME CyOCTpaTa CO MHOTMMM TOYKaMU (hepMEeHTa CIIOCOOCTBYET KOH-
(bopMalIMOHHBIM M3MEHEHUSIM MOJIEKYJbl, «pacTSITMBaHUIO» TTPeoOpaszyeMoit
CBSI3M B cyOCTparte 1 objieryaet oopazoBaHue MPOIYKTOB PeaKIIUU;

e 0oOpaszyourecs NPoayKThl peaKliMy TEPSIOT KOMILIEMEHTAPHOE COOTBETCTBUE
(bepmeHTy, UTO OOECIIEUMBAET UX TUCCOLMALIMIO U3 O0JIACTU AKTUBHOT'O LIEHTPA.
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MakcumajnbHasi aKTUBHOCTh (hepMeHTa HaOJI0HAeTCs MPU ONTHUMAJIbHBIX YC-
JIOBUMSIX TIPOTEKAHUS peaklMu M OOYCJIOBJIeHAa ONMTHMAaIbHON KOH(pOopMaIeit Mo-
JIEKyJIbl (pepMEHTa B LIEJIOM M aKTUBHOIO LIEHTPAa B YACTHOCTHU, MO3TOMY JaxXe He-
OoJIbIlIe U3MEHEHUsI YCIOBUIA, KOTOpbIE BIMSIOT Ha CBI3bIBaHME cyOcTparta WU
KOHG(OpMaIIUIO TPETUYHOI CTPYKTYPhl OejiKa, OyAyT U3MEHSTh CKOPOCTh (hepMeH-
TaTUBHOM peakuuu. Hampumep, nuamenenne pH npuBoauT K MU3MEHEHUIO CTEIIEHU
MOHM3ALMU MOHOTEHHBIX TPYII (epMeHTa U, cledoBaTeIbHO, BeAeT K Iepepac-
MpeaeIeHUI0 MeXpaIuKalbHbIX CBSI3ell. DTO U3MeHsIeT KoHbopMalrio hepMeHTa
1 HapyulaeT KOMILJIEMEHTapHOe COOTBETCTBUE aKTMBHOTO 1LIEHTPa U cybcTpara, yTo
BeJET K CHUXXEHUIO CKOpocTH peakuuu (puc. 2.3T1). FI3MeHeHue TeMnepaTypbl Bbl-
3bIBaET ABOSIKUI 3(MEKT: ¢ OMHOI CTOPOHBI, TIPU TOBBILIEHUU TeMIIepaTyphl 10
37—40 °C ckopocTh (pepMEeHTATUBHOM peaKIUW YBEJIWUYMBAETCSI B CBSI3U C ITOBBI-
IIeHUEeM KMHETUYECKOM SHEPIUU pearupyoiux MoOJaeKyJl; C IPYroil CTOPOHbI, TIpU
temriepatype Boilie 40 °C HaunHaeTcsl AeHaTypauust pepmeHTa (puc. 2.3B) u cko-
pPOCTb peakLMy CHUXKAETCS.

Cneuuduunocts neiicteus pepmeHToB. OTIMIUTETHLHOMN YepTOit (hEPMEHTOB OT He-
0EJTKOBBIX KATAIM3aTOPOB SIBJISIETCS CIIEIMMUIHOCTD UX AeiicTBrs. DepMeHT 13 MHOXKE-
CTBa BELECTB, UMEIOLMXCS B KJIETKE, BRIOMpAET U MPUCOSIMHSIET TOJILKO CBOM CyOCTpaT,
TaK KaK TOJIbKO 3TOT CyOCTpaT IO CTPYKTYpe KOMIUIEMEHTAPEH CTPOEHUIO aKTHBHOTO
eHTpa depMeHTa. B aToMm ciydae cnienmpraHOCTh (hepMeHTa Ha3bIBAIOT CyOCTPATHOI.
Paznuyaror aGCoNOTHYIO M TPYMIOBYIO CyOCTpaTHYIO CIeln(pUIHOCTb (hEpPMEHTOB.
DepMeHT ¢ a0COIOTHOM CNe(UIHOCTBIO KaTATM3UPYeT IpeBpalleHe TOJTbKO OTHO-
ro cyoctpara. DepMeHT ¢ rpynmoBoii cnenupuIHOCTBI0 B3aMOICICTBYET C TIOXOKIMU
TT0 CTPOEHMIO BEIIeCTBAMU, KaTaTM3UPYsT OMHOTUITHBIC TIPEBPAIICHNS, TIPOSIBIISIET OoTee
LIMPOKYIO cyOcTpaTHyIo cnenguaHocTb. HarpuMep, (hepMeHT mniiasa B XXupax paciie-
TIISIET CBSI3M MEKIY TIIMIIEPOJIOM 1 Pa3TUIHBIMU KUPHBIMHA KUCIIOTAMMU.

Kpome Toro, omrH 1 TOT e CyOCTpaT MOXKET ITOABEPraThCs Pa3TMIHOTO TUTIA TIpe-
BpaIlleHUSIM ¢ 00pa30BaHMEM Pa3HBIX MMPOMYKTOB. B 3TOM citydae Kaxkmplii yTh Tpe-
BpallleHUsI cyOcTpaTa KaTaJlM3upyeT OTAEIbHbIN (hepMeHT. Takoro tuma crielugpud-
HOCTb Ha3bIBaeTcsl cnenuuIHOCTbIO MyTeil mpeBpamenus. Hampumep, ructunuH
MOXET ObITb cyOCTpaTOM IBYX (PepMEHTOB (3T (DEPMEHTHI UMEIOT OJMHAKOBYIO CyO-
CTpaTHYI0 cielu(UIHOCTb), HO OJMH (DEPMEHT — TUCTHAAa3a — KaTAIU3UPYET OTIIE-
MJICHWE OT TMCTUAMHA aMUHOTPYIIIIbI, a APYTrol — TMCTMAMHIAEKapOOKCcHIa3a — OT-
werieHue rpynnsl CO,. TakuM 00pa3oM, TMCTUANH BKJIIOYAETCS B 1BA PA3HBIX ITyTH
MpeBpaLLeHUA.

2.3. KuHeTtuka pepmeHTaTUBHbIX peaKkumin
KuHernka hepMeHTaTUBHBIX peaKLMii — 3TO pa3ae IH3UMOJIOTUU, N3ydaloInii

3aBUCUMOCTb CKOPOCTEM peakliuii, KaTaJIu3upyembix (pepMeHTaMu, OT pa3inyHbIX
¢axTOpOB.
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CkopocThb (pepMeHTAaTUBHBIX peakiinii (V) u3MepsioT mo yobuin cyocTpata (S) mwin
npupocty npoaykra (P) 3a enuHuily BpemeHu. MsmeHeHre cKOpOCTU (pepMEeHTaTUB-
HOM peaklM1 HAaXOIUTCS B IPSIMOM IMTPONOPLIUOHATbHOMN 3aBUCUMOCTH OT U3MEHEHUS
KOHILIEHTpaluu hepMeHTa IIpU HACHIIIAIolIel KOHIEHTpauuu cyocrpara (puc. 2.3A).

Ecnu xonueHTpanus pepMeHTa IMOCTOSTHHA, TO 3aBUCUMOCTb CKOPOCTHU PeaKIuu
OT KOHLIEHTpalluu cyOcTpaTa Ha rpaduke uMeeT BuI rumnepoosisl (puc. 2.3b) u Ha-
IMMOMMHAET KPUBYIO HACBIIIeHUs Oenika nuraHaoM. [1pu ornpeneneHHON KOHIIEHTpa-
1K cyocTpara (pa3Ho AJIsT pa3IMYHbIX (DEPMEHTOB), KOIIa BCE MOJIEKYJIBI (pepMeH-
Ta BKJIIOUYEHBI B (PEpMEHT-CyOCTPATHBIM KOMILJIEKC, CKOPOCTh PEaKIIMU CTAHOBUTCS
MakcUMaNbHON (V,,,,). V. JOCTATAETCS TIPU MTOJTHOM HACBILIEHWN aKTUBHBIX LIEH-
TpoB (hepMeHTa MOJIEKyJIaMU CyOcTpaTa.

KoHueHTpaiuo cydbcTpara, Ipu KOTOPOI TOCTUTAeTCsl CKOPOCTh peakliu, paB-
Hag MOJIOBUHE V,,,., HA3bIBAIOT KOHCTaHTOi Muxasmuca — K

K,, 1 V,,,, — BaXHBbIE XapaKTepUCTUKU (PEPMEHTA.

V,uax TOCTOSIHHASL 111 KaXKA0ro pepmMenTta n xapakrepusyet 3(p(eKTHUBHOCTD ero
JeiicTBuS.

K,, — pa3imyaercs 17151 pa3HbIX ()ePMEHTOB M XapaKkTepHu3yeT CpoACcTBO (hepmMenTa
10 OTHOIIEHUIO K CyOCTpaTy.

m*

W v

IE} 5 15 a3 45 &0 LC

v ¥

&=
|

b H.—.q. =] I 5 é_ pH

Puc. 2.3. 3aBMCMOCTb CKOPOCTY peakuun OT KOHLEeHTpauun ¢epmeHTa (A), KOHLEH-
Tpauun cybctparta (b), ot Temnepatypsbi (B), pH ()
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IIpu oueHke cponcTBa pepMeHTa K CyOCTpaTy ClieayeT MIOMHUTh, YTO YeM HIKE
K,,, TeM ObICcTpee U NMpeanouTUTebHee CyoCTpar CB3bIBaeTCs ¢ PEPMEHTOM, T.€. TEM
BbIILIE €r0 CPOJICTBO K TaHHOMY CyOCTpary.

Enununa aktuBHocTH (hepmMeHTOB. CKOpPOCTh (DEpMEHTATUBHBIX peaklUii Mc-
MOJIb3YIOT KaK MEpY KaTaTUTUUYEeCKON aKTUBHOCTU (hepMEeHTa.

3a egMHUIY AKTUBHOCTH hepMeHTa TPUHUMAIOT TAKOe €ro KOJIMYECTBO, KOTOPOe
KaTaJIM3upyeT IpeBpalieHne 1 MkMmosist cyocrpara 3a | MUH Ipy ONITUMAIbHBIX YCIIO-
BUSIX:

KOJINYECTBO MPEeBPaLIEeHHOTO cyOcTpaTta
(1M o6pa3oBaBIIErOCs MPOAYKTa), MKMOJIb

E (cranmaptHas enMHMIIa aKTUBHOCTH) =
BpeMs MHKYOalluu, MUH
VienabHasi aKTUBHOCTh hepMeHTAa paBHA YMCIY €AWHUL aKTUBHOCTU (hepMEeHTa,
colepxaluxcs B 1 Mr ¢oepMEeHTHOTO Ipernapara.

2.4. UHrmbuTtopbl pepmeHTOB

HeticTBre hepMEHTOB MOXHO MOJHOCTbIO WJIM YACTUYHO MOAABUTH (MHIMOUPO-
BaTh) OIpeIeIeHHBIMU XUMUYECKUMM BelllecTBaMU (MHruouTopamu). I1o xapakrepy
JIeCTBUSI MHTMOUTOPBI MOTYT OBITH OOpAaTUMBIMU U HeOOpaTUMbIMU. B ocHOBe 3TOTO
JeJIeHUS JISXKUT MPOYHOCTH COeNMHEHMST MHTUOUTOpPA ¢ (hepmeHTOM. JIpyToit criocod
JIeJIEHUsI UTHTUOMTOPOB OCHOBBIBAETCSI HA XapaKTepe U MecTe UX CBs3bIBaHMS. OnHU
U3 HUX CBSI3BIBAIOTCS ¢ (PePMEHTOM B aKTMBHOM LIEHTpE, a Apyrue — B YJAaJeHHOM
OT aKTUBHOTO LIEHTPa MecCTe.

HeoOpaTuMble HHIHOMTOPBI MOTYT TPOYHO CBS3BIBATHCS M OJOKHMPOBATH DYHK-
LIMOHAJIBbHBIE TPYIIITHI AKTUBHOTO LIEHTpa (pepMeHTa, HEOOXOTUMBIE TS TIPOSIBICHUS
€ro aKTUBHOCTH. [1py 3TOM OHM HeoOpaTHMMO, YaCTO KOBAJICHTHO, IIPUCOCTUHSIOT-
csl K (hepMeHTY U HeoOpaTMMO M3MEHSIOT HaTUBHYIO KoHdopmaunio. MHruoutopsl
TaKoro poja Ha3bIBalOTCsl cnenupuIeCKUMH 1 MOTYT OBITh MOJE3HbI MTPU U3YYCHUU
CTPOEHMST aKTUBHOTO LIEHTpa W MPUPOIbl (pepMeHTaTMBHOIO KaTtanusa. Hampumep,
nuusonponmipToppocdar MHIMOMpPyeT (PEepMEHTHI, UMEIOIINE CEPUH B aKTUBHOM
1eHTpe (puc. 2.4). Takum hepMeHTOM SIBJISIETCS ALIETUIIXOJMHACTEpa3a, KaTaau3upy-
fo111as1 CIEMYIONIYIO0 peaKiInIo: alleTUIXOJIUH — XOJWH + YKCyCHasl KUCJIOoTa.

DTa peakumsi TPOUCXOIUT KaXKIbIii pa3 Mmocje MpoBeaeHUs] HEPBHOTO UMITYJIbCa,
Mpexe YeM CAeAyIoLINi UMIYJIbC OyIeT NepeiaH yepe3 CMHAIC.

HuuzonponuiadropdocdaT — 01HO U3 OTPABIISIONIMX BEIIECTB HEPBHO-Mapau-
TUYECKOTO JEWCTBUS, TaK KaK MPUBOIUT K yTpaTe CIIOCOOHOCTU HEMPOHOB MPOBO-
IUTb HEPBHBIE UMITYJIBCHI.

ApyruM mpuMepoM HeoOpaTUMOIO CHelM(pUIECKOr0 MHIMOMUTOPA MOXET OBITh
acnupuH. TepareBTuyeckoe JeiicTBUe aclIMpUMHA KaK XapOoMOHWXKAIOIIEro 1 MpoTHu-
BOBOCIIAJIUTEIBHOTO CPEICTBA OOBSICHSIETCS] TEM, UTO aCIMPUH MHTUOUPYET OJAWH U3
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Peakiiug ¢ aueTHiaxouHoM

AleTHixosnny XOJHH Auerar

HO—CHy~CHx—N(CH3)3

(”) !
oH O+C—CHy | w0 oH
Enz—Ser » Enz—Sgr » Enz— Ser
Auernixonunserepazsl (AXI-Cep-OH) Mezetito
A
Peakius ¢ 1D
Humzonponuadropdocdar
HHAC 9 CH
! H—C—U—E—O—(—Hi F.H o e 1
on (MCTET Oy / o 0—P—0 C’C:‘i
(e d el i i H—=C— —C—H |
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Enz—Ser L ==t H1C E"_é_"‘ \f_ Hy! %e.
SO i i
Enz—Slr
b Heakmpnuif depment

Puc. 2.4. [leiictBre grnmsonponundtopdocdata Ha GepMeHT aLeTUNXONNHICTePasy
(AX3):
A — peaKkuua, KaTanusmpyemas aueTunxonnHactepason; b — peakumsa nHrmbuposanma AXS
avmsonponundToppocdatom

AKTHRHLI COO" Heéagthasaui COO-
(hepment drepment
i I
Nnre —oH + CHi—C—0 — » [IC—0—C—CHy + HO
N-koHtesasn rpynna Acrupun AUBAUPOBAHNLIH Canninnosan
OAHOTO B3 TPOTOMEPOR (AUETHICANHLINIOBAA K-TA) thepment KHCI0TA

NPOCTArMAHIIHHCHHTETA3h

Puc. 2.5. B3aumogencteme acnuprHa ¢ GepmeHToM NpocTariaHanHCUHTETA30M

depMeHTOB, KaTaausupytouii cuHTes npoctarjaauHos (I11). TTpocTarnananHbl —
BEIECTBA, YYACTBYIOIIME B Pa3BUTUM BocmajeHUs. MIHrmOupoBaHue OOYyCIOBICHO
KoBajieHTHOI MoauduKaiueir OH-rpynmbl, BXoAsIIei B aKTUBHBIN 1HIEHTP hepMeH-
Ta — IIpocTarjaHAMHCUHTETa3bl (puc. 2.5).

Ooparumbie MHTHOUTOPBI. CyIIECTBYET ABA TUIIA TTOIOOHBIX UHTHOMTOPOB — KOH-
KypeHTHbI€ 11 HEKOHKYPEHTHBIE.
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KonKypeHTHBIE HHTHOUTOPBI KOHKYPHPYIOT C CyOCTpPaTOM 3a CBS3BIBAHUE C aK-
TUBHBIM IIeHTpoM (epMmeHTa (puc. 2.6). DTO TPOUCXOIUT TTOTOMY, YTO MHTUOUTOP
U CyOCTpaT UMEIOT YYACTKHU CO CXOHOU CTPYKTYPOIA.

Puc. 2.6. KoHKypeHTHOe NHIMbnpoBaHMe:

S — cybcTpat, | — uHrMbuTop (CBOE TpexmepHoM

CTPYKTYpPOW MOXOX Ha cybcTpar). CBA3bIBaHME S 1 | npo-

NCXOANT B3aMmoMcKovaowmm obpasom. Obpasyetca
nn6o ES, nnbo El, Ho He EIS

B oTimune ot cyobcTpara cBsI3aHHBIN ¢ (DepMEHTOM KOHKYPEHTHBIN MHIMOUTOP HE
rnoaBepraeTcs (epMeHTaTMBHOMY IIpeBpalleHuio. bojiee Toro, oopa3zoBaHne KOM-
Tiekca epMEeHT—MHTUOUTOP YMEHbIIIAeT YMCI0 MOJIEKYJ CBOOOIHOTO (pepMeHTa,
U CKOPOCTb peaKIMi CHUXAeTCS.

Tak Kak KOHKYPEHTHBI MHTMOUTOP OOpaTMMO CBSI3bIBACTCS ¢ (DEPMEHTOM, TO
MOXKHO CABUHYTb paBHOBecue peakiuu E + 1 <> EI BieBo mpocThIM yBeTMYeHUEM KOH -
LeHTpaluu cyocrpata. KOHKypeHTHBIMM MHTUOUTOPAMHM SIBIISIIOTCSI MHOTME XUMUO-
TepareBTUuYeCKue CpeJcTBa, HaIpruMep cyb(aHuIaMuaHble TTpernapaThl, UCMOJb3ye-
Mble JIs1 iedeHUs1 TH(EKIMOHHbIX 00J1e3Hei. CylbhaHuIaMUIbl — 3TO CTPYKTYPHBIE
aHaJIOru MapaaMMHOOEH30MHOMN KUCIOThI, M3 KOTOPOUl B KJIETKaX MUKPOOPTaHU3MOB
cuHTe3upyercst KobepmeHT (H,-donar), yuacTsyroimmii B OMOCHHTE3e HYKJIEOTHIOB.
HenocTaTouHOCTh HYKJIEOTUIOB HAPYIIAET CUHTE3 HYKJIEMHOBBIX KMCJIOT 1 IIPUBOAUT
K THOEJIM MUKPOOPraHu3MoB (puc. 2.7).

ITpu neyeHunu arepockiepo3a UCIOJIb3YIOT MpernapaTbl — WHTUOUTOPHI perysisi-
TOpHOro (epMeHTa OMOCHHTE3a XOJecTeposla — THIAPOKCUMETUArIyTapui-KoA-
peayktasbl (IMI'-KoA-penykrasbl). OTHUM U3 TaKuX MperapaToB SIBJSETCS JIOBa-
CTaTUH — CTPYKTYpHBIK aHajor cyoctpata I'MI'-KoA-penykrassl. JloBacTaTUH IO
MeXaHU3MY KOHKYPEHTHOIO MHTMOMPOBAHMS MOAABJISIET aKTUBHOCTD 9TOTO (pepMeH-
Ta ¥ YMEHBIIIAeT CUHTE3 X0JIeCTeposia B opranusme (puc. 2.8).
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Cyoempamvt, —————>  Moauesas ——> Hyhonam
& mom wucae Kuciioma K0¢epﬂf€"ﬂl
napaamunobenzonnas

Kucioma

HoN COOH

H-JN@ SONH,

Cyavghanuramud —
KOHKYPeHmusLit unzuoumop

Puc. 2.7. CynbdaHunamugpl — KOHKYpeHTHbIe MHIMOUTOpbI cUHTe3a H,-ponata

" TMIr-KoA-
peaykTasa
= f -

o MMI-KoA
(cybecTpar)
H:l
NosacrtatuH

Puc. 2.8. KoHKypeHTHOe HIM6mpoBsaHre TMI-KoA-peayk-
Ta3bl JIOBACTaTVIHOM

49
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JApyruM mpuMepoOM MCIOJIb30BaHMS KOHKYPEHTHBIX MHTMOUTOPOB TP JIEYEHUU
3a00/1€BAaHUII MOTYT OBITh MPO3epUH W IHAOGOHUI, TTPUMEHSIEMBIE TIPU JIEYEHNU
MBITIIEYHBIX TUCTPODUit. DTU BelllecTBa MMEIOT CTPYKTYPHOE CXOMCTBO C alleTHIIXO-
JIMHOM — CcyOCcTpaToM aleTuiIXoauHacTepasbl (AXD). [Ipo3epuH u sHgodoHMit 00-
paTUMO CHITKAIOT aKTUBHOCTh AXD U YBEJIMYMBAIOT KOHLIEHTPALIVIO alleTUIXOJIMHA,
BBITTOJTHSIONIETO (DYHKIIMIO MEIUATOpa, YTO COMPOBOXIAETCS YCUJIEHHMEM TpOBeIe-
HUSI HEPBHOTO UMITyJIbca (puc. 2.9).

HC {”) \JILJI!TXU II‘J}!')CTL]'!JLI H!( (}
H;C— ’\. CHy-CH;-O—C—CH;3 + HHO ———» HlC*\I CH;-CH-OH  + HO*(*LH:
H( Aleruixomuy H( Xoaun Yreycuan kueiora
- 8] %
HER otnl
3C—=N =N CH180,
He! T | “CH;
SN
[Mpo3epun
o
d
H;C =
Bunohornit

Puc. 2.9. KOHKYpeHTHOE MHIMOUPOBaHME aLETUNXONIMHICTEPA3DI

HekoHKypeHTHOEe 00paTHMOe WHIHOMpOBaHMEe He MOXET OBITh OCIIA0JIeHO WA
YCTpaHEHO MOBBILIEHUEM KOHLIEHTPALlMK CyOCTpaTa, TaK KaK 3T MHTMOUTOPHI TIPU-
COEAUHSIIOTCS K (pepMEHTY He B aKTMBHOM LIGHTPE, a B APYTOM y4acTKe MOJIEKYJIbI
(puc. 2.10). CBsa3bpiBaHr€ NPUBOAUT K U3MEHEHUIO KOHMopMaluu pepMeHTa U Ha-
PYILIEHUIO KOMILIEMEHTAPHOCTH K cyocTpaTy. HeKOHKYpEeHTHbIE MHTMOUTOPBI MOTYT
00paTUMO CBSI3BIBATHCSI KaK CO CBOOOOHBIM (hepMEHTOM, TaK 1 ¢ KoMmIuieKcoM ES.
Haubonee BaXXHBIMY HEKOHKYPEHTHBIMU MHTHOUTOPAMU SIBJISIIOTCS 00pa3yIOLINeCs
B XKMBO# KJIETKE MPOIYKThI METa0OJIUUECKUX ITyTeil, CITOCOOHBIE 00PaTUMO CBSI3bI-
BaThCsI C ONPEASICHHBIMU yyacTKaMu (pepMEHTOB (aJIJTIOCTEpUYSCKUE LICHTPhI) U U3-
MEHSTh UX aKTUBHOCTb, YTO SIBJISIETCSI OJHUM U3 CIIOCOOOB PETYJISIIMU KITFOUEBBIX
MPOLIECCOB, MPOTEKAIOIIMX B OpraHU3Me.

HccnenoBanue qeiicTBUS MHTMOUTOPOB UCTIOIb3YETCS IIPY U3YYEHUU MEXaHU3-
Ma AeiicTBUS (pepMeHTa, KpoMe TOr0, IOMOraeT B MoUcKax 6oJjiee 3 (OEKTUBHBIX Jie-
KapCTBEHHBIX CPEJICTB, TaK KaK JieueOHOE JeiiCTBME MHOTUX JIEKAPCTB 00YCJIOBICHO
TE€M, UTO OHM SIBJISIIOTCSI MHTUOUTOPAMU OMpeaeJeHHbBIX (pepMeHTOB. CTpYKTYpHbIE
aHaJIOrM KO(PepMEHTOB TOXKE MOTYT ObITh MHTMOUTOpamu. Mccnenosanus K, peakuun
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LleHTp CER3LIBAHWA
wHMBUTopa

I—~ ¥ O —
. E .

EaranuTi4eckni
HEHTR

El

Puc. 2.10. HeKOHKYpeHTHOe 06paTMMOe MHIMOPOBaHKe

1V 2 1LY 2

1S % 1/s

A b

Puc. 2.11. 3aBucumocTb I/V ot I/S: 1 — 6e3 nHrnbnTopa; 2 — B NPUCYTCTBUN UHIOW-
Topa (A — KOHKYpeHTHOe; b — HEKOHKYpPEHTHOE NHIMBMpPOBaHNE)

MTO3BOJISTIOT OTJIMYUThL KOHKYPEHTHOE WHTMOMPOBAHMWE OT HEKOHKYPEHTHOTO
(puc. 2.11).

2.5. Perynauyuna peincrena pepmeHToB

B xuBoi1 KJIeTKe CKOPOCTh (PepMEHTATUBHBIX pPeaKlUil HAXOAUTCS IO CTPOTUM
KOHTPOJIEM, YTO MO3BOJISIET KaXKI0H METa0OIMYECKON LIET0YKe peaKnii MOCTOSH-
HO U3MEHSTh CBOIO CKOPOCTh, IMPUCIOCA0INBASICh K MEHSIIOIIMMCS YCJIOBUSM CPEIbl
M IIOTPEOHOCTSIM KJIETKH B IpoayKre (puc. 2.12).
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Puc. 2.12. MeTtabonnueckas uenb: A, B, C, D — metabonutsl, E,, E,, E5, E, — dpepmeHTbI

B xaxnoit MeTaboJIMuecKoil enu ecTb OAUH WM HECKOJIbKO (pepMEHTOB, KOTO-
pble OMpeaessiioT CKOPOCTh Beelt 1enu peakuuit. OHM Ha3bIBAIOTCS PEryJasTOPHbIMU
depMeHTaMU.

CylecTByeT HECKOJIBKO CIIOCO00B PErysiuu AeCTBUS (PEPMEHTOB:

e K3MEHEHHEe aKTUBHOCTU (pepMeHTa MPU eT0 MOCTOSTHHOM KOHIIEHTPALUH;

e M3MEHEHUE KOHIEHTpAaUuu (pepMeHTa OOBIYHO B pe3ybTaTe YCKOPeHMS (MH-
NYKIMKU) WM TOPMOXeHUs (perpeccuu) cuHTe3a depmeHTa. B Hactosiem
paszaesie OyIeT pacCMOTPEH TOJIBbKO TMEpBbIi COCO0 peryasiiiuy, a BTOpoid —
B pasznede 3.

Perynauus akTUBHOCTU ¢pepMeHTOB

PaccmoTpuM OCHOBHBIE CITIOCOOBI PETY/ISIIUI aKTUBHOCTU (hepPMEHTOB.

1. Annocrepudeckas peryasanus. OepMeHT MOKET U3MEHSITh aKTUBHOCTD B pe3yJIbTa-
Te HEKOBaJICHTHOI'O B3auMoaeiicTBusI ¢ appekTopamu. CasizpiBaHME C 3 (HEKTOPOM ITPO-
HCXOMIUT BYYaCTKe, TPOCTPAHCTBEHHO YIaJIeHHOM OT aKTUBHOTO (KaTaIUTUYECKOTO) LICH-
Tpa, ¥ BbI3bIBACT KOH(OPMAIIMOHHbIE U3MEHEHMST B MOJIeKYJIe Oesika, a CIe0BaTe/IbHO,
1 B KAaTATUTUYECKOM LIEHTPe. DTU M3MEHEHUSI MOTYT YBEIMYMBATh aKTUBHOCTH (hepMEH-
Ta, B 3TOM cIydae 3(peKTop SIBJIIeTCsS aKTUBaTOPOM, MJIM, HAIIPOTUB, YMEHbIIIATh. B 110-
ciemHeM ciydae 3 GeKTop UTpaeT posib MHTUOWTOpA.

«Coo0l11ieHre» 0 TPUCOEIMHEHN U aJUIOCTepUUeCKOro akThBaTopa repeaaeTcs Mmo-
CpeACTBOM KOH(OPMAaIIMOHHbBIX U3MEHEHU I KaTaTUTUUECKOM CyObeAMHUIIE, KOTOpast
CTAHOBUTCSI KOMILJIEMEHTapHOI cyOcTpaTy, U (pepMeHT «BKJtouaeTcsi» (puc. 2.13).
ITpu ynaneHuu akTuBaTopa (hepMEeHT BHOBD IIE€PEXOIUT B HEAKTUBHYIO (DOPMY U «BbI-
KJII04YaeTCs». AJIJIOCTeprUUeCcKast Perysiiusl SIBISIETCSI OCHOBHBIM CIIOCOOOM peryisi-
LMY METaOOIMIECKUX TTyTEHA.

Ajtoctepuueckue (pepMeHTbI KaTAIM3UPYIOT 0cOObIe (KTI0UeBble) peakliuyu MeTa-
0OMMYECKUX LICTICH:

e HeoOpaTHMbIe UM YACTUYHO OOpaTUMBbIE;

® CaMbl€ MEIJIEHHBIE;

e peakIMyd B MecCTaX, Ile MPOMCXOIUT Pa3BETBICHHE METAOOIMIECKMUX ITyTeit

¢ oOpa3oBaHMEM Pa3HBIX TTPOIYKTOB.
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HeaktnaHsi depmeant AxTiBHbIR depment @q—cyﬁmpar
StppekTop ot _ﬁ,.-.-..
@) —»
— ES
Depaehy=
\ oyBCTpaTHER
Feyrnopsy KatanuTuyecsan romanRese
Gy EEAIILA oyBbenHULE
G ANNOCTEPWECKIM ot
YEHTROM C aNTUE LEHTP

Puc. 2.13. Annoctepuryeckas akTiBauusa pepmeHTa

Annocrepnaeckumu 3pdekropamMmu PepMEHTOB YaCTO SIBIISIIOTCS:

e cyOcTpaThl META0OJIMUECKUX TTyTel (AeHCTBYIOT KaK aKTUBATOPbI (pEPMEHTOB);

® KOHEUYHbIE MPOAYKTHl META0OJMYECKUX TyTeil (IeHCTBYIOT KaK MHTMOUTOPHI

¢depMeHTOB).

2. Perynsinusi akTuBHOCTH (hepMeHTOB NyTeM ochopumupoBanusa-aedocdopu-
qupoBanusa. [Ipu 3ToM criocobe peryassuuu epMeHT U3MEHSIeT aKTUBHOCTD B pe-
3yJIbTaTe KOBaJIeHTHOI Moaudukauuu (puc. 2.14).

B nanHoM ciydae docdarnag rpynna OPO,>~ npucoeanHsIeTcs K THAPOKCHIIb-
HBIM TpyIMIiaM B OCTaTKax CepuHa, TPeOHWHa WJIM TUpo3uHa. B 3aBucumMoctu ot
npuponabl pepMeHTa hochopuapoBaHUEe MOXET ero akTMBUPOBATh WU, HA00OPOT,
MHAKTUBUpOBaTh. Peakiius npucoenuHeHus ¢pochaTHOMN IpyNIibl U €€ OTIIEIICHUE
KaTaJIM3UpPYIOT ClieMaIbHble (DepMEHThl — MPOTEMHKMHA3BI U MpoTenHGOochaTasbl.

HeaktneHas AlTuBHaR
nunasa ninasa
ATD AdD

3 asa 71
BCH;‘: DH MpoTeuHEasaE {8
-

¥ R
H,PO, HLO
thoachonpoTevHpoctiaTasa
HedocthopunuposaHHsIi doctopunupoBaHHbIA
hepMmeHT thepmeHT

)\-CH.O-PQ.H.

Puc. 2.14. Perynauma akTMBHOCTX N1Na3bl
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3. Peryngammus myTeM acCOUMAIMH-IMCCONMAIMM CYObEIUHWI] B OJUTOMEPHOM
(hepmeHTe. DTOT Mpoliecc MHOTIA HAUMHAETCS ¢ KOBAJICHTHOM MM HEKOBAJIEHTHOM
MoaubuKaluuu onHOM U3 cyobeauHull. Hanpumep, pepMeHT NpoTeMHKMHA3a B HeakK-
TUBHOI opMe siBasieTcst TeTpamepoM R,C,, coctosimM 13 aByX peryasaTopHbix (R)
u aByx Katanutuueckux (C) mporomMepoB. AKTUBHAS MPOTEUHKWHA3a MpeacTaBiIeHa
cyobenuuuieit C, 11s1 o0cBOOOXIEHUSI KOTOPOM HeO0X0ArMa TUCCOLIMAIS KOMILIEK-
ca. AkTuBaLust (hepMeHTa ITPOUCXOIUT MPU YIaCTUM MOJIeKy]T HTAM® (LMKITMYECKOi
aIeHO3MHMOHO()OCHOPHOI KHUCIOTHI), KOTOPBIE TIPUCOSTNHAIOTCS K CYObeTMHUIIAM
R 1 uzmeHstoT KoH(bOpMaIro 6eKa, YTo MPUBOAUT K HAPYILIEHUIO KOMILIEMEHTap-
HocTu cyobeauHuil R 1 C u gucconmaiu Komruiekca (puc. 2.15):

R,C, + 41AM® — 2C + 2(R-uUAM®D).

A
R 5 MpoTewHidHaia
™, HeaxTuBHan
I uAMD
ﬂr;H;rrenHRMHﬂaa
* @ ARTHRHERA
b

Puc. 2.15. AKTmBauuA nNpOTEUMHKMHA3bl MNpwu
yyactum LAMO:

A — cTpoeHue UAM®; b — aKkTrBaLMA NPOTENHKM-
Hasbl
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Hukmueckuit AM® ob6pasyercsa nz AT® 1on BosaeiicTBeM GhepMeHTa aaeHu-
JIATIIMKJIA3BI:

AT® — cAM® + H,P,0,.

AneHUNIATIINKIIA3a U TPOTeMHKHA3a KaTATN3UPYIOT B3aUMOCBSI3aHHBIE PeaKInu,
KOTOPBIE COCTaBJISIIOT ENUHYIO PETYJISTOPHYIO CUCTEMY, Ha3bIBAeMYIO alleHUJIATIIN-
KJIa3HOM CUCTeMOI1 (CM. pa3nen 5).

4. AkTuBaiys ¢gepMeHTOB MyTeM YACTUYHOTO MpoTeoan3a. Hekoropsie pepmeH-
Thl CUHTE3UPYIOTCS MEPBOHAYAIBHO B HEAKTUBHOI (hopMe U JIMIIb MOC/Ie CeKpeluu
13 KJIETKU TIePexXosT B aKTUBHYIO dopmy. HeakTUBHBINM TIpeAIiecCTBEHHUK Ha3bIBa-
eTcst TpoepMeHTOM. AKTUBAIIMS TTPOoePMEHTa BKITIOUAET TUAPOTUTUIECKOE pac-
IIeTUIEHe MOJIEKYJIbI C OMTHOBPEMEHHBIM U3MeHeHneM KoHdopManuu. Hampumep,
TPUIICUHOTE€H CUHTE3UPYETCS B IOIKETYTOUHOM Keye3e, a 3aTeM B KUILIEYHUKE TTpe-
BpalllaeTCsl B TPUIICUH MyTeM yaajeHus rekcanentuaa ¢ N-KoHua. Peakiuio katanu-
3UpYyeT SHTEpOIrenTuaa3a — HepMeHT, CUHTE3UPYeMblil KIIeTKaMU KUIIeYHHUKA:

DHTeponenTuaasa
TpuncuHoreH — Tpurnicun + Ban-(Acn), —JIus.

M3MeHeHre TIepBUYHON CTPYKTYpbl (DepMEHTa «3aMycKaeT» HOBbIE B3aMMOJICi-
cTtBUs R-Tpymm mo Bceil MojieKyJsie, MpUBOAS K HOBOH KOHGbOpMalUU, B KOTOPOil
R-rpynmbl akTHBHOTO 1IEHTPa 3aHUMAIOT ONITUMATbHOE IMOJIOXKEHUE ISl KaTaau3a.

IlyTeM 4acTMYHOTO MPOTEOM3a aKTUBUPYIOTCS TMUIEBAPUTEIbHBIE (DEepMEHTHI
(TIemcuH, TPUMCUH, XMUMOTPUIICUH), MHCYJIWH (IIEONTUIHBIA TOPMOH), O€JIKU, yda-
CTBYIOILIME B CBEPTHIBAIOLLIEH CUCTEME KPOBU.

2.6. UsopepmeHTDI

ITono06HO M30(pyHKIMOHAIBHBIM 0eJIKaM N30(ePMEHTHI BLITTOJIHSIOT OAUHAKOBBIS
GYHKIMU, T.€. KATAUIU3UPYIOT OAHY U TY XK€ Peakiiio, HO UMEIOT HaOOJbIIMe pa3ii-
YU B IEPBUYHOM CTPYKTYpE, YTO 0OYCIABIIMBAET X PA3IMYMS T10 PSITy CBOMCTB (CTe-
IMEHW aKTUBHOCTHU, CITOCO0AM PETYJISIUM, CTAOMIBHOCTHA, KOHCTaHTe Muxasiuca).
HN3odepMeHThI, MMEIONINE OJIUTOMEPHYIO CTPYKTYPY, MOIYT pa3indaThbCs IO KOM-
OMHAMM HEUJIEHTUYHBIX IMpoToMepoB. HampuMep, pepMeHT nakrataeruaporeHasa
(JIAT) siBsieTcst TeTpaMepoM M MMeEET ISITh U30(opM, TIpeACTaBISIIOLINI cO00i pa3-
JINYHbIe KOMOMHALMU U3 IPoTOMepoB AByX Tunos — Hu M: H,(JIAT',), H;M,(JIAT,),
H,M,(J1AT), HM,(JIAT ), M,(JIATS). JIAT, n JIAT, Hanbonee xapakTepHBbI IS
cepaevHoi Mbluusl 1 novek, JIAT, n JIAT's — nad ckeneTHBIX MBI 1 TTe4eHu. Bee
3TN N30(PepMEHTBI KaTAIM3UPYIOT PeaKIInIo:

IMupysar + NADH + H" <> JTakrar + NAD™.

W3zodopmsr JIIT' nmeror pa3nuuust B 3J1eKTPOPOPEeTUIECKOM IMTOABUKHOCTH, T10-
pa3HOMY pacrpe/iesieHbl B OpraHax v Mo3TOMY MX Oofpeie/ieHre UCTTOIb3YeTCs B Iuar-
HOCTHUKE 3200JICBaHUIA.
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2.7.MpumeHeHne ¢pepMeHTOB B MeguLINHe

CylecTByeT HECKOJIBKO acIleKTOB MCMOJIb30BaHUS (PePMEHTOB B MEAULIMHCKOM
MpaKTUKE:

e ISt IMAaTHOCTUKU 3a00JIeBaHUIA;

e B KauyecTBe JIeueOHBIX IIPETapaTosB;

e B KauecTBe creurpUUYecKrUX peakKTUBOB [IJIs1 OpeneeHusl KOHLIEHTpaluy He-

KOTOPBIX META0OJIUTOB.
DH3UMOIMATHOCTHKA OCHOBaHA Ha OIpeeIeHUM aKTUBHOCTU (DEPMEHTOB B OMO-
JIOTMYECKUX KUIKOCTSIX U TKAHSIX YeIoBeKa (KpOBb, MOYa, TOT, KYCOUKU TKaHel Tpu
OuoOICUsIX).
Br160p (hepMeHTOB, MOJIE3HBIX IS IMaTHOCTUKM, OCHOBAH HAa OCOOEHHOCTSIX pac-
npenenieHns (hepMeHTOB B opranuzme. @epMeHTHI, KOTOpBIE YIaCTBYIOT B IIpoIieccax
JKU3HeoOecIeueHusl KJIeTKU (CUHTe3e OeJIKOB, HYKJIEMHOBBIX KMCIOT, MOCTPOSHUN
opraHeJis1, MeMOpaH, o0ecrieYeHUM SHEPIrueii) CylecTBYIOT BO BeeX KieTkax. B nud-
depeHLMPOBaHHBIX KJIETKaX, KpoMe o0111ero Habopa (pepMeHTOB, CYLISCTBYIOT (ep-
MEHTHI, 00eCTIeYMBaIOLINE MPOLIECCHI, XapaKTEPHBIE IJIT 3TUX KJIETOK.
Hamnpumep, KIeTKU MeueHU UMEIOT Habop ()epMEHTOB ISl CUHTE3a MOUYEBUHBI,
B HaAIMo4yeuyHUKax (epMeHTbl OOecIieurBaloT CUHTe3 ajpeHaiuHa U T.Ja. OpraHo-
crneuuduIHble (Creluaiu3upoBaHHbIe) (hepMEHTbI MOTYT ObITh XapaKTEepHbI JIsl
OJIHOTO-JIBYX OopraHoB. Hampumep, rucTuaasa ecTb TOJIbKO B MIEUEHU U KOXKE, ypOKa-
HMHa3a — TOJIbKO B IeYeHM (UIeabHbII (PepMEHT IJIsI ATMarHOCTUKM), Kuciast hoc-
(haTaza — mpeuMyIIECTBEHHO Il TIpeACTaTe]IbHOM Kene3bl. KpoMe opraHocrieny-
(puuHOCTU (DepMEHTHI UMEIOT PAa3IUUUs B paclipeleieHN BHYTPU KIIeTOK. Pa3Hbie
YacTH KJIETOK (KOMIapTMEHTBI) MOTYT UMEThb pa3Hblii HA0Op (pepMEHTOB U, Clie0Ba-
TEJIbHO, Pa3HBII META0OTU3M.
AKTUBHOCTb M KOJIMYECTBO (PePMEHTOB B KJIETKE MOTYT U3MEHSIThCSI B HOPME B pe-
3yJIbTaTe pery/saluMuy MpU aganTauuyd MeTabor3Ma K YCIOBUSIM CYILLIECTBOBAHMS, HO
KJIETOUHBIE (PePMEHTHI TPAKTUUECKU HE TIPOHUKAIOT U3 KJIETOK B KPOBb. AKTUBHOCTD
(epMEHTOB, X KOJIMYECTBO U KOMIIAPTMEHTAIU3AIUS U3MEHSIIOTCSI TIPU OOJIE3HSIX,
Ha3bIBa€MbIX DH3MMOMNATUSMU (YaCTHBIN ciyvaii mporenHornaruit). [ToBpexaeHue
MeMOpaH TpU 3TUX 3a00JIeBaHUSIX COMPOBOXKAACTCS BHIXOAOM (DEPMEHTOB B KPOBb,
MO3TOMY OTpe/e/ieHne aKTUBHOCTU M KOJIMYeCcTBa (DEPMEHTOB B CHIBOPOTKE KPOBU
WIM JPYTUX OMOJIOTUYECKUX KUIKOCTSIX UCIIOAb3YeTCs IJIsl TUarHOCTUKHU 3a00ieBa-
Huii. Takum o6pazom, 11s1 GepMEHTOB, UCIIOJIb3YeMbIX ITPU IUAarHOCTUKE, XapaKTep-
HBI CJICAYIOLINE OCOOCHHOCTH:
e opraHocrenrupuIHOCTb;
e CTabUJIbHbIE U3MEHEHMST aKTUBHOCTU T10 CPaBHEHUIO CO 3HAUEHUSIMU B HOpMeE
B TeYEHME JOCTATOUHO JUIMTEIHLHOTO BpeMeHU (MMPUMEPHO CYTKHU);

® COOTBETCTBUE MEXIY U3MEHEHUSIMU aKTUBHOCTU B KPOBU (DEPMEHTOB, UMEIO-
LIMX TOJHKO LIUTO30JIbHYIO, MUTOXOHIPUAJIBHYIO WU SIACPHYIO JTOKAIN3AII0
U Pa3HOM CTEMEHbBIO MOBPEXKICHUS KIIETKH;
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e OTCYTCTBHME WJIM HU3KOE 3HAYeHME aKTUBHOCTU TMATHOCTUUYECKUX (DEPMEHTOB
B OMOJIOTMYECKUX XXUIKOCTIX B HOPME.

Ilpumepwr Haubosee pacnpocmpaHeHHbIX SH3UMOOUACHOCHMUHECKUX MeCn o8

1. I1pu 3ab60eBaHMSIX cepIlla UCIOIb3yeTCs OIpeie/ieHre B KPOBU aKTUBHOCTU:

a) kpeatuHkuHasbel (KK), karanusupymoolieil peakiydio 00pa3oBaHUSI KpeaTHH-

docdara:

Kpeatnn Kpearundocdar

ATO AD

DepMeHT cocTOUT U3 MpoToMepoB M u B, oOpasyromiux Tpu uzodepMeHTa:
BB, MB (Haxonutcs B cepaeuHoii Mbliiie) 1 MM (xapakTepeH A1l CKeJIETHBIX
MBIIIIT). AKTUBHOCTh M30depMeHTa M B yBemumBaeTcst B KpoBH 4yepe3 4—6
rnocJie pa3BUTUSI OCTPOro MHGapKTa;

6) nzodepmenTa nakraraerunporeHassl — JIJIT'|, akTHBHOCTb KOTOPOTO YBEJIUYH-

BaeTcs uepe3 12—24 4 roce MosiBJICHUs CUMIITOMOB OCTPOI'o MH(papKTa;
B) acraptataMuHoTpaHcdepasbl (ACT), yBeanueHre aKkTUBHOCTU KOTOPO#i onpe-
JIeJISIeTCsl TToCyie MOBbIIEHUs aKTUBHOCTU KpeaTUHKUHA3bI.

2. I1pu 3ab60eBaHUSX TIEYCHN YBEIMUYMBACTCS B KPOBM aKTUBHOCTD aJTAaHMHAMM-
HoTpaHcdepasbl (AJIT), menouHoit ocdarasbl, JaKTaTAETUAPOTreHA3bI, alleTUIX0-
JIMHACTEPa3bl, ypOKAHUHA3HI.

3. Jlnst 3a0osieBaHUM A MOIXKETYIOYHOM XKesle3bl XapaKTEPHO YBeJMUeHe aKTHUBHO-
CTU o,-aMuJIa3bl ((hepMEHT, TMIPOIU3YIOLIMI KpaxMmal).

4. 3aboeBaHMsI IPEeACTATEIbHOM KeJIe3bl JMarHOCTUPYIOTCS C UCMHOJIb30BaHUEM
ONpeeeHUsI aKTUBHOCTU KUCIOM (pocdaTasbl.

Ilpumenenue depMeHTOB B KauyecTBe JeKapcTB. [Ipu HEKOTOpbIX 3a001eBaHUSIX
(bepMEeHTHI UCTTONB3YIOTCS KaK JiedeOHbIe cpencTBa. Tak, B ciaydae KeTymoIHO-KH-
IIEYHBbIX 3a00JIeBaHUI, a TaKXKe 3a00JIeBaHUI MOIKETYT0YHON XKeJle3bl, CBI3aHHbBIX
C HEJOCTAaTOYHOCThIO MUILIeBAPUTEIbHBIX (DEPMEHTOB, HA3HAYAIOT B KaUueCTBE 3aMe-
CTUTEJIbHOM Teparuu fpenapaThl MercuHa WiK Mpenaparhbl, coaepxKaliie KOMIIEKC
MMaHKpeaTU4ecKnuX (pepMEeHTOB: aMuia3y, JUIa3y, TPUIICUH, XUMOTPHUIICUH. Pa3Hbie
MPOTEOTUTHIECKUE (PEePMEHTHI TPUMEHSIOTCS IJII OYMCTKU paH OT OEJIKOB paspy-
IIEHHBIX KJIETOK 1 CITIOCOOCTBYIOT YMEHbIIEHHUIO BocnaneHus. Hykieassl nucnosib3y-
I0TCS1 1JTs1 JledeHUs1 BUupycHoro koHnbloHkTUBUTA. JIHKa3a, conepkaiiasics B raa3HbIX
Kamix, pazpymaeT JHK BupycoB. DToT ke (hepMeHT HUCIOIb3yeTCsl IIPU THOMHBIX
Oponxurax. IlpuMmeHeHue THadypoHuaasbl (hepMeHTa, TUAPOJIU3YIOIIEr0 KOMIIO-
HEHT MEXKJIETOYHOTO MaTpUKCa) YCKOPSIET paccachbiBaHUe PyOIIOB.

Jns tedyeHust HeKOTOpbIX (hOpM JIEHKO30B MCMOJIb3YIOT (DepMEHT acraparuHasy.
OH pazpyIaeTr acraparvu B TIa3Me KPOBU U JIMIIAET JIEMKO3HBIE KJIETKM HEO0XO0-
NMMOM aMUHOKMCJIOTHI JJISI CUHTe3a 0eJKOB. JICHKO3HbIE KJIIETKU TTOTM0AIOT, TaK KaK
OHM CaMM acraparuH He CUHTE3UPYIOT, a U3BJIEeKAIOT ero u3 KpoBu. CyIIecTBYeT psi
JIPYTUX MPUMEPOB, KOT/Ia ¢ TTOMOIIbIO (DepMEHTOB co3aaeTcsl Ae(UIIUT KaKOro-Jamuoo
HEOOXOIMMOTO METa0OIUTA TS POCTA OITyXOJIEBBIX KJIETOK.
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IIpumenenue epMeHTOB A1 ONpeie/ieHHs] KOHIEHTpauu MeTa00auToB. B 61o-
XUMUYIECKUX JTab0paTOPUSIX KPOMe aHATUTUICCKIX XMMUIECKIX METOIOB OIperie-
JIeHUsI psila MeTabOJMTOB OpraHM3Ma TMPUMEHSIOTCS (hepMEHTAaTUBHbIE METO[IbI,
TOYHOCTb U YYBCTBUTEJbHOCTb KOTOPBIX OOECIeYMBaeTCsl BbICOKOW CyOCTpaTHOI
creluOUIHOCTbIO GEPMEHTOB.

C nomo1pio GepMEHTOB MOXHO TOYHO OMpPEACTUTh KOHLEHTPALIMIO ero cyo-
cTpara, HECMOTPS Ha TO YTO B aHAJIM3UPYEMOI XKUIKOCTA CONEPKUTCS CMECh IPYTUX
BemrecTB. MepMEHTATUBHBIM METOIOM OIPENEIISTIOT COmepKaHWe TITIOKO3bI B CHIBO-
POTKE KPOBHU, XOJECTEPOJia, MOJOUHON KMCIOTHI (JlaKTaTa), TPUALMJITIULIEPOJIOB MO-
YEBUHBI U IPYTUX BEILIECTB.

Hcnoabs3oBanue MHrHOMTOPOB (PePMEHTOB B KayecTBe JieyeOHBbIX MpenapaTos.
MHorue JieKapCcTBEHHBIE TIpeliapaThl OKa3bIBalOT CBOE JieueOHOE AeiiCTBME, MHTMOM -
pys OeiicTBue ompeneneHHOro ¢gepMmeHTta. I[logoOHbIe MHIMOUTOPHI YacTO SIBJISIIOT-
CS CTPYKTYPHBIMU aHAJIOTaMM CyOCTPaTOB M IEHCTBYIOT TI0 MEXaHN3MYy OOpaTUMOTO
KOHKYPEHTHOTO MHIMOMpoBaHUsl. Tak, U1l JIedeHUsT NIBUTaTeIbHbIX HApYILIEHU T10-
cJie TpaBM, Mapajanyeil, oJMOMHUEeUTa UCTIOIb3YIOT MPO3ePUH, SHIO(POHUI (CM. puC.
2.9), koTopble, UHTUOUPYS AXD, MOBBILIAIOT YPOBEHDb AllETUIXOJIMHA U TEM CaMbIM
YCUJIMBAIOT MIPOBEACHNE HEPBHOTO UMITYJIbCA.

CHIXeHME comepXKaHWsI X0JIecTeposia MpH JeUeHUN aTepoCcKiIepo3a JOCTUTAETCS
Ha3HauYeHHEeM DPa3TUIHBIX CTATUHOB (HAIpUMep, JIOBACTaTMHA) — KOHKYPEHTHBIX
WHTMOUTOPOB PETYJIITOPHOTO (pepMeHTa CMHTe3a xoJecTeposia (cMm. puc. 2.8). PaHee
MPUBOAWINCH MPUMEPbl aHTUOAKTEPUATbHOTO ACHCTBUS Cyab(aHWIaAMUIOB (CM.
puc. 2.7) ¥ XapOIMOHMXAIOIIEro U MPOTUBOBOCIAIUTEIBHOTO ACHCTBUS aclUpUHA
(cM. puc. 2.5). ITogoOHbIe TpUMEpPHI JIeYeOHOTO JeUCTBUS MHIMOUTOPOB (PEPMEHTOB
OymyT IpUBEACHBI B pa3iesiax, M3yJaeMbIX najee.

KoHTponbHble 3ajaHnA, TeCTbl, 3aa4Un

3apaHusa

CyMMUpYiTe CBOM 3HAHUSI, 3aII0JIHUB TaOJIUIIbI.

1. Cnoco0bl peryasaunuu neiicTeus ¢pepMeHTOB
Crnioco0bl peryisiun aeiicTBus GpepMeHToB Onucanne MeXaHM3Ma PeryJIsiun

M3meneHune akTHBHOCTH (hepPMEHTOB:
1.

2.

3.

4.

M3meHenue koanuectsa hepMEHTOB
1.

2.
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2. THruouTopsl AKTUBHOCTH (DEPMEHTOB

Mexanu3m aeicTBus

Tun MHrMOUPOBAHKUS IIpumep nHrMOUTOpA
HHIHOUTOpPA

O6paTtumoe
a) KOHKYPEHTHOe
0) HEKOHKYPEHTHOE

Heobpatumoe
a) crennpuIecKoe
0) HecnieMrIecKoe

3. [Ipumenenue ¢pepMEeHTOB B TUATHOCTHKE 3200J1€BAHMIA

O])I‘al-lbl q)e])MeHT bl, HCIIOJIb3YEMbIC JISI THATHOCTUKH

Cepaue

Ileuenp
[MomxenynouHas xemnesa
pyrast maTojaorust

4. IlpumeHeHue MpenapaToB — MHrUOMTOPOB hepMEHTOB — JIJis JiedeHHUs 3200-
JleBaHuM

MexaHH3M JIe4eOHOro

JlekapcTBeHHBIi npenapar ®DepMeHT-MHIIEHD .
JeCTBUS

1
2

TecToBble 3afaHNA

1. BoiOepuTe npaBujibHbIE OTBETHI

DepMeHTHI:

A. O6yagaroT crieundUIHOCTHIO 1eCTBUSI.

b. 3MmeHsI0T HampaBjieHUe peaKini.

B. KaTanmn3upyroT TOIBKO TIPSIMYIO peaKIInio.

I. YMeHbIIa0T 3HEPTUIO aKTUBALIUU.

. YBeanuuBaloT CBOI aKTUBHOCTD Ipu TeMmepatype > 40 °C.

2. BpiOepuTe npaBUIIbHbIE OTBETHI

B xone karanu3za:

A. CommxeHue (epMeHTa M CyOCTpaTa MPUBOAUT K MHAYLMPOBAHUIO KOMILIE-
MEHTapHOCTU MEXTY aKTUBHBIM LIEHTPOM (hepMeHTa U CyOCTpaToM

b. [Mpoucxonut o6pazoBaHue hepMEeHT-CYyOCTPaTHOTO KOMILIEKCa.

B. CybcTpart cBsi3bIBacTCSl B aKTUBHOM LIEHTPE (hepMEHTa C TTIOMOIIIbIO KOBAJICHT-
HBIX CBS3EH.
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I. ITocne ob6pa3oBaHMsI M OCBOOOXKIEHMS IIPOAYKTAa KOH(MOopMalus pepMeHTa He
U3MEHSIETCS.
J1. KonnuecTBo hepMeHTa HE UBMEHSIETCS.

3. BeiGepuTe npaBuibHbIE OTBETHI

Koncranta Muxasmuca (K,,):

A. BeanuunHa, mpu KOTOpoii Bce MOJIEKYJIbl (pepMeHTa CBs3aHbI ¢ CyOCTpaTOM B
koMmruiekce ES.

b. Yncnenno pasHa vV, /2.

B. XapakTepusyeT cpoacTBo (pepMeHTa K CyOCTparTy.

I. YucnenHo paBHA KOHIIEHTpAIIMHU CyOCTpaTa, TP KOTOPOM JOCTUTACTCS CKO-
pocTb, paBHas V, /2.

JI. XapakTepusyeT cpoacTBo (pepMeHTa K Ko(aKTopy.

4. YcTaHOBHTE COOTBETCTBHE

Knacc ¢pepmenra Kodepment
A. OkcumopenyKrasbl. 1. buotuH.
b. U3oMmepasbl. 2. NAD.
B. Tpancdepassl. 3. INupugoxcanbdocdar.
I Tugpona3ssl.
J. JIurassl.

5. BoinoJiHUTE MOC/JIe0BaTeIbHOE 3a]aHHe

a) NPOMeUHKUHA3a OMHOCUMCA K KAACCY:

A. Okcunopenykras.

b. JIuas.

B. Tpaucdepas.

I. Tunponas.

J1. Jluras;

0) hepmenmol 2moeo kaacca KamaiuzupyIOm peaKyuu:

A. YCIIOXXKHEHUSI MOJIEKYJIBI C UCITOJIb30BaHUEeM sHepruu ATO.

b. BHyTpuMmolteKkysipHble TTpeBpallieHusl.

B. Peakuuu runponusa ¢ yaactuem H,O.

I. Orwennenune HermapoauTrudeckum myreM rpynn NH, u SH, u ap.
J. Ilepenoca pyHkunoHanbHbIX rpynn — PO;H, Ha OH-rpynisl 6e1koB.

6. BoinosiHuTE MoCjie0BaTEIbHOE 3a1aHIE
a) B peakiMy MepeHoca aMUHOTPYMIbI ¢ aMMHOKHUCIOTH Ha KETOKHUCIIOTY y4a-
CTBYeT KO(DEPMEHT:

A. OALL
b. NAD.
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B. ®ochonupunokcasb.

I. Tuamuuaudocoar.

. KoepmeHT A;

0) npedutecmeenHuKOM KOGhepMeHma 645emcsi GUMAMUH!
A. B,.

b. B,.

B. PP.

I Bg.

J1. TTanTOTEeHOBAST KMCJIOTA.

7. BbiOepuTe NpaBUIbHbIE OTBETHI

Heob6paTtuMbie crielinduieckre MHTMOUTOPHI:

A. O0Opa3yioT ¢ (pepMEHTOM KOBaJIEHTHbBIE CBSI3H.

b. BzauMoaeicTByIOT ¢ rpyninamMy aKTUBHOIO LIeHTpa (hepMeHTa.

B. Jlnst B3aumoneictBusi ¢ pepMeHTOM MCMHOJIb3YIOT (PYHKIIMOHAIbHBIE TPYIIIbI
BHE aKTMBHOTO LIEHTPA.

I. CHuxaloT cBOe AeiicTBUE NP YBEIMYEHUH KOJIMYECTBa cyocTpara.

. O6pa3y1oT ¢ hepMeHTOM ciiabble CBSI3U.

8. BoiGepuTe npaBuibHbIE OTBETHI

AnnocrepryecKre aKTUBaTOPHI:

A. BzanmoneiicTBYIOT ¢ (hyHKIITMOHATBHBIMY TPYIIIIAMU PETYIITOPHOTO (pepMeHTa
BHE aKTMBHOTO 1LIEHTpA.

b. He aBnsiorcst cTpyKTypHBIMU aHAJIOTaMM CyOcTpara.

B. HeoOpaTmMo M3MEHSIOT KOMIUIEMEHTApHOCTh aKTMBHOTO 1IeHTpa (hepMeHTa
u cybcTpara.

I ABAsitOTCSI KOHEYHBIMU TTPOLYKTAMU META00JIUIYECKOTO MYyTH.

. KoorepaTMBHO U3MEHSIOT KOH(MOPMAIIMIO TPOTOMEPOB B UETBEPTUYHOM CTPYK-
Type pepMeHTa.

9. BriOepuTe npaBuiibHbIE OTBETHI

ITpu akTuBaMu (hepMEHTOB MTyTEM YACTUYHOTO MPOTEOIM3a TPOUCXOIUT:

A. IaMeHeHue TTIepBUYHON CTPYKTYPHI.

b. aMeHeHue BTOpUYHOM CTPYKTYPHI.

B. IlepecTpoiika MexXpaaruKaJlbHbIX B3aUMOACUCTBUIA.

I. ®opmupoBaHKie aKTUBHOTO LIEHTPA.

M. YcTaHOBNIEHNE KOMIJIEMEHTAapPHOTO COOTBETCTBUSI (hepMeHTa U CyOcTpara.

3apaum

1. KaTtaboyms3M IIIOKO3bI SIBIISIETCSI OCHOBHBIM UCTOUYHUKOM AT® 11 cKeJeT-
HBIX MbILIL. PparMeHT 3TOro Mpoliecca MOXKET ObITh IIPEACTABIICH CIACAYIOIIUM 00-
pa3oMm:
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CKOpOCTh 3TOr0 METAOOJUUECKOTO MYTH 3aBUCUT OT cooTHouneHust ATO/AID,
XapaKTepU3YIOLIEro dHEPreTUUecKuii MmoTeHuuaa Kiaetku. [1pu yBeau4eHUur 3TOro
rnokazaTeJsl (T.e. YMEHbBIIIEHUU MOTPEOHOCTU KJIETKM B BHEPIUM) CKOPOCTh KaTtabo-
JIU3Ma TIII0KO3bI CHIKaeTcsl. OOBSICHUTE MEXaHU3M PETYJISIIUM CKOPOCTH 3TOTO Me-
Tabosuueckoro myTu. st oTBeTa:

a) YKaxuTe peryasiTOpHbIN (hepMEHT TaHHOTO METa0OJIUYECKOTO MYTH;

0) NpuBEIUTE CXeMY CTPOCHMSI 3TOTO (DepMEHTa U YKaxK1Te CyOCTpaThl U perysi-

TOPBI €r0 aKTUBHOCTH;
B) OMpelnenuTe Crocod perysiiiii aKTUBHOCTU PeryJasiTOpHOro pepMeHTa, OIu-
LIUATE MOCAeA0BAaTEIbHOCTD U XapaKTep UBMEHEHU B MOJIEKYJIe.

2. [IpenapaTbl KOHTPUKAJ, TOPAOKC — BelIECTBA MOJMUIENTUIHON MPUPOALI, UC-
MOJIb3YeMbIe JIJIs1 IEYEHUST OCTPBIX TTaHKpeaTuToB. [IpuunHoit aTnX 3a001eBaHUI SIB-
JISIETCSI TIpeXAeBpeMeHHasl aKTUBaLMsl TPUTICUHA U XMMOTPUIICMHA B KJIETKaX MOJIKe-
JIyTOYHOM XeJie3bl. DTU (hepMEHThl CUHTE3UPYIOTCS B KJIETKAaX XKeJie3bl B HEaKTUBHOM
dopMe 1 aKTUBHUPYIOTCS JIUIID ITPU MTOCTYIIIICHUN B KMIIIEYHUK, TIIe YIaCTBYIOT B TIepe-
BapuBaHuU 0enKoB. [IpexneBpeMeHHas1 aKTUBALMsI 3TUX (PEPMEHTOB MOXET IIpUBE-
CTU K caMoIlepeBaprBaHMIO 0€JIKOB KiIeTOK. OO0bsICHUTE JieueOHOe ACHCTBIE YKa3aH-
HBIX TIpernapaToB. [1Jis1 aToro:

a) ONUIINUTE CIOCO0 aKTUBALIMU MPOTCOTUTUYECKUX (DePMEHTOB ITOIKETYT0YHOMI

JKEJIe3bl;
0) yKaxuTe KJacc 3TUX (GepMEHTOB;
B) OOBSICHUTE MEXaHU3M JIeYeOHOIO IeCTBUSI KOHTpUKAJIa U TOpAOKca.

3. K cromaronory oOpatuics IMauueHT ¢ CUILHBIM BOCIIAJICHUEM CJIM3UCTOM pTa.
[TpuunHoO#t BocmajeHus Oblla MexaHMYecKasi TpaBMma ciausuctoit. [lauueHTy ObLT
MIpeAncalH Kypc MPOTUBOBOCTIANIMTEILHOTO HECTEPOMITHOTO IIperiapaTta, B COCTa-
Be KOTOPOIO ObUIAa alleTWJICAIMILIMIIOBAs KucaoTa (acnupuH). [1pu moBTOpHOM 00-
CJIeMOBAaHUM OBIJIO OTMEUYEHO 3HAUMTEIbHOE YMEHBIIICHUE TTPU3HAKOB BOCTIATICHUS.
OO0BsICHUTE MEXaHU3M MPOTUBOBOCHAIUTENLHOTO AEHCTBUS acnupuHa. s atoro:
a) yKaXkuTe, CUHTE3 KaKMX BEIEeCTB, YUYACTBYIOIIMX B pa3BUTUM BOCTIAJIEHUS, TI0-
JaBJISIeT aCIIMPUH;

0) HaMUIIMTE CXEMY PeaklMu U yKaXuTe GepMeHT, aKTUBHOCTh KOTOPOTO MHTH-
OupyeT acTIUpUH;

B) MPHUBEINTE MEXaHN3M MHTUOUPYIOIIETO NeCTBHUST aCTTMPHUHA.
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4. bonpHoit K. mocTynuia B 60JbHUILY C OIBIIITKOM M pacTIpOCTpaHEHHBIMU CHJTb-
HBIMU OOJIIMM, B TOM YHCJIE U B 00JIACTH CEPALIA, KOTOPBbIE HAYAIMUCh 3 HECKOJIBKO
4acoB JI0 MOCTYIUIeHUsI. YTOOBI TTOATBEPAUTh WIM UCKITIOUNTh MH(MAPKT MUOKAp/A,
MaUMEeHTY Ha3HAUMIM OMOXMMMYECKUI aHAJIU3 KPOBU, BKIIIOYAIOLIUI ONpeaeecHue
aktuBHoctu ACT, AJIT, uzocepMeHToB KpeaTuHkuHassl (MM u MB), uzodepmeH-
ToB JakTaraeruaporenassl (JIAL,, JIAL,, JIAT,, JIATS). YkaxuTe, MoBbILIEHUE aK-
TUBHOCTU KaKuX (pepMEHTOB U X U30(opM OYJeT yKa3biBaTh HA HaJMuKMe MH(papKTa
muokapna. /st 000cCHOBaHUSI OTBETA:

a) MPUBEANUTE MPUHLIUITBI SH3UMOAUATHOCTUKH;

0) 0ObSICHUTE NTMHAMUKY B M3MEHEHUM aKTMBHOCTHU MCITOJb30BAaHHBIX (DEPMEH-

TOB, YKa3bIBAIOLIYIO HA HAJTMUMe UH(papKTa MUOKapaa.

5. Cepoyrieporn (CS,) — TOKCMYHOE POU3BOJHOE AUTHOKAPOAMUHOBOI KHMCJIO-
ThI — IIIMPOKO MPUMEHSIETCS B MPOM3BOICTBE BUCKO3HBIX BOJIOKOH, 1iejiiodhaHa, S10-
XuMHKaToB. Cepoyriepo sIBJAsieTCsI UHTUMOUTOPOM MOHOaMuHoOKcuaasbl (MAQO) —
depMeHTa, OKUCIISIIOIIETO U TAKUM 00pa3oM MHAKTHBUPYIOIIEro OMOTeHHbIE AMUHBI,
Takue KakK CepOTOHMH, nodaMuH U np. CS, MPOYHO CBA3BIBAETCI CO CBOOOIHBIMU
CyJIb(TrUAPUILHBIMU U aMUHHBIMU rpyninamMu ¢hepmeHTta. Muaktupauuss MAO mipu-
BOAUT K HapyIIEHWIO OOMEHA 3THX BEIECTB M IPOSIBISIETCS CUMITOMaMHU Heipo-
TokcuKanuu. OOBSICHUTE, TTOYEeMYy B3aMMOICHCTBUE cepoyriepona ¢ (pepMEeHTOM
MIPUBOIUT K €r0 MHAKTUBAIINU. YKaXXUTe, K KAKOMY THITY MHTUOMTOPOB OTHOCHUTCS
CepOYTIEepO]I.

6. K HeBpormarosory o0paTriachk XXeHIIMHa 35 JIeT ¢ 3kaja00aMu Ha MOBBILIEHHYO
YTOMJISIEMOCTD CKEJIETHBIX MBIIIILL, IBOCHUE B IVIa3ax, U3MEHEHUs ToJ10ca, 0COOEHHO
MocJie IJIUTeJIbHON peueBOil Harpy3KH.
Bpau pan HanpaBfieHUe Ha aHaJIU3 KPOBU Ha MpeAMET BbISIBICHUSI aHTUTEN ITPOTUB
PeLenTOPOB alleTUIXOJMHA. AHAIU3 0Ka3aJICsl MOJOXKUTEIbHBIM, TPUYEM TUTP aHTU-
TeJ1 ObLT JOCTATOUHO BHICOKUM.
OcCHOBBIBasICh Ha JAHHBIX aHaJIK3a, ObUT IMOCTABJIEH IMArHO3 «ICEeBAONapaIUTHU -
yecKas MUACTeHUs» — 3a00JIeBaHKe, TP KOTOPOM B CHIBOPOTKE KPOBU TOSIBIISIIOT-
Cd aHTUTeJIa, HallpaBJIeHHbBIC MPOTUB M-XOIMHOPELIETITOPOB, CO3AAI0IIMNe Ae(PULIUT
(YHKIIMOHUPYIOIIMX pelenTopoB. bonbHOII ObUT Ha3HAYeH MIMTEIbHBIM KypC Jie-
YEHUS MPO3ePHUHOM — CUHTETUYECKUM IIperapaToM, B MOJIEKYJIe KOTOPOIO MPUCYT-
CTBYeT YeTBEpPTUYHASI aMMOHMeBast rpymiia. [lociae MHbeKLIMY IMPOo3epruHa COCTOSIHUE
0O0JIbHOI 3aMETHO YIYYIIUIOCh.
OObsgcHUTE HabI0maeMble ssBJeHus. 11t aToro:
a) HalMUIMTE PeaKIMIO TUAPOJIM3a AlETUIXOJIMHA U YKAXUTE €€ 3HAaUeHUE JUIS
MPOBENCHUSI HEPBHOTO UMITYJIbCA;

0) NpuBeaUTE MPUYMHY HapyILIeHUs! TTPOBEAECHUS UMIYJIbca OT HEPBa K MBbIIIIIIE
MpU MUACTEHUU;

B) pacCMOTpPUTE CTPOEHHE MPO3ePUHA U OMUIINTE MEXaHU3M €ro JIeueOHOTo Jeki-
CTBUSI.
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7. ®ochopoprannyeckue coenuHeHust (POC) — 3To rpyra oTpaBIsIIOIIMX Be-
1ecTB (MHCeKTULIMAB — npousBoaHbie JPD, 3apuH, 3aMaH — sIIbl HEPBHOIApa-
JINTUYECKOTO JEHCTBUS U JIP.), SIBISIOIIMXCS MHTMOUTOPAMHU alleTUIXOJIMHACTEPa3hl
(AXD). CozpaBasi U30BITOK alIeTUIXOJMHA B OpraHU3Me, OHM CHavala yCUJIMBAIOT MH-
HEPBALIMIO OPraHOB, HO 3aT€M BBI3LIBAIOT OJI0KAIY JbIXaTEIbHBIX LIEHTPOB U CMEPTh.
IMpumensiemble mpu topaxkeHu @OC aHTUAOTHI (0T rped. antidotos — MPOTUBOSIINE)
JEUCTBYIOT CAEAYIOLIUM 00pa3oMm:

1) 006pa3yloT ¢ XOJIMHOPELENTOPOM KOMIUIEKC, HETOCTYITHbBIN JJIS1 alleTUIXOJIMHA
Y BBIKJTIOUAIOT PELENTOP M3 MeXaHU3Ma HepBHOI nepenaun. K TakiM aHTUAOTaM OT-
HOCUTCSI aTPOITNH:

H,C—CH——CH, 0
N—CH; CH—0—C—CH
H,C—CH———CH, |CH2
o

2) BOCCTaHaBIMBAIOT (PEAKTUBUPYIOT) aKTUBHOCTh AXD, pa3pyliasi XUMAYECKYIO
CBSI3b MEXAy siIoM U (depMmeHTOM. [IpakTUueckoe NMpUMEHEHHWE HAlUIM BelllecTBa
IPYMITbl OKCUMOB. [TprMepoM MOXeT ObITh peakiius MPaTnIOKCUMA C 3aPUHOM:

MPpaTuaOKCUM 3apuH — AXD
HEaKTHUBHbII KOMIJIEKC
AN
‘ +/ CH3
N™ "CH=N 0 _ o +AXo—OH
| \ 1% \
—>  CH, O—P CH,
CH,
HETOKCUYHBINA AKTUBHBIN

KOMTILIEKC dbepmeHT
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Paccmotpure npuBeneHHbie TpuMepbl aHTUA0TOB POC 1 00BICHUTE MEXaHMU3MbI
ux geiicTBus. 1 aToro:

a) TIpUBEIUTE PeaKINIo, KaTaau3upyemyo AXD, 1 yKaxXuTe pojib 3Toro hepMeHTa
B IIPOBEJIEHUH HEPBHOTO UMITYJIbCA;

0) MPEeAnoaoXUTe, IoYeMy aTPOIKMH CITIOCOOEH B3aMMO/IEICTBOBATh C peLIeNTOpa-
MM K alIETWIXOJMHY U K KAKOMY TUITY MHTUOMTOPOB €r0 MOXKHO OTHECTH;

B) YKaXUTE, K KAKOMY TUITy UHTUOUTOPOB IO MEXaHU3MY IEWCTBUS MOXHO OT-
HECTH 3apyH,;

I') HaMUIIUTE CXeMY peaKIMi UHTMOMpoBaHUs AXD 3apuHOM.

DTaNOHbl OTBETOB K TeCTOBbIM 3afjJaHNAM



Cunmes
HYKACUHOBLIX KUCAOM
U 6enKoe

e usydenus. 3HATb U yMETb OOBSCHSITh, UTO:

e B ocHoBe cuHTe3a MoJiekya JJHK, PHK u 6e1koB JIeXXUT UCOAb30BaHUE Ma-
TpUll, KOTOPbIe 00ECHEUMBAIOT BICOKYIO TOUHOCTh BOCIIPOU3BENEHUS U MEpe-
Jlayy uH(opmaluu;

e B mpouecce pemsmkamuu (cuHTe3a JJHK) B cooTBeTCTBUM ¢ MPUHLUIIOM KOM-
TUIEMEHTApPHOCTU 00Pa3yIOTCsI HOBbIE MOJIEKYJIbI HA 00EUX HUTSIX MAaTEPUHCKOM
JHK. ITpu neneHun gouyepHue KJIETKU MOJYYalOT OJHY POAUTEbCKYIO, a ApY-
TYI0O — BHOBb CUHTE3MPOBAHHYIO HUTH;

e ycroiunBocTh JHK K moBpexnaionmum BO3IeUCTBUSIM BHEIIIHEN, BHYTpeHHE !
cpellbl U ollIMOKaM peTuiMKalimy odbecreurBaloT ¢hepMeHTbl penapanum, mo3Bo-
JIsISE UCTIPaBJISITh OLIMOKM M BOCCTAHABIMBATH MePBOHAYATIbHYIO HEM3MEHHYIO
CTPYKTYPY MOJIEKYJT;

e ctpoeHue MPHK, TPHK, pPHK, yyacTBylo1ux B cuHTe3€ O€JIKOB, CYUTHIBAET-
ca ¢ JIHK B xoe TpaHCKPUNIMM 1 OKOHYATEJIbHO (DOPMUPYETCS B pe3yjabraTe
MOCTTPAHCKPUITIIMOHHBIX MOAU(DUKAIININA;

e (00pa3oBaHMe OEJIKOB MPOUCXOAUT B MPOLIECCE TPAHCIAUMH TTPU MEPEeBOIE UH-
dopmalnu ¢ «sI3bIKa HYKJIEOTUAOB Ha SI3bIK aMUHOKUCIOT». B oHTOreHese 3a
cueT nudhepeHIUPOBKU KJIETOK B OpraHax M TKaHSX CUHTE3UPYeTCsl pa3HbIi
KayeCTBEHHbI COCTaB OEJIKOB, ONpeaesist UX MOp(hoJoTUIecKre U (PyHKIUO-
HaJibHbIE 0OCOOEHHOCTHU. Toraa Kak afanTUBHAS Perysiiys MO3BOJISIET KIeTKaM
OTBEYaTh Ha MEHSIOLIMECS YCIOBUS CPeJibl UBMEHEHUEM KOJMUYECTBEHHOTO CO-
Jiep>KaHus OTNpeeeHHbIX OEJIKOB;

e Y BYKapMOTOB B MOMYJISLIMAX Pa3HBIX BUIOB HAOMIOHACTCSI MOJUMOphu3M 0eI-
KOB — CTOIKOE CyIlleCTBOBaHME BapUMaHTOB OJHOTO 1 TOTO ke 0ejika, KOTopoe
SIBJISIETCSI PE3YJIBTAaTOM F€HEeTMYEeCKO HEOMHOPOJHOCTU, BbI3BAHHOM MyTally-
SIMUM, PEKOMOMHALIUSMU, AJIbTEPHATUBHBIM CIUIACUHIOM. [OMO3UTrOTHOE Ha-
clieIOBAaHUE HEAKTUBHBIX MJIM MAJIOAKTHBHBIX BADMAHTOB O€JIKOB WU (DepMeEH-
TOB TIPOSIBIISIETCS HACJIEACTBEHHBIMH 00JIE3HAMH,
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e JIHK-TexHOMOrMM MO3BOJISIIOT AMArHOCTUPOBATh, a MHOINA U JICYUTh HEHa-
CJICICTBEHHBIC M HACJIEJCTBEHHbBIEC ITATOJIOTUM, YCTAHABINBATH TEHETUYECKOE
POICTBO MHAWBUIYYMOB, ITOJTy4aTh JIEKapCTBEHHbIE IIpeTiapaThl, CO30aBaTh HO-
BbI€ BBl PACTEHUIA.

HykJienHOBBIE KHUCIOTBI M OCJIKM MNpPEeAcTaBASIOT co00i MH(MOpPMalMOHHBIC
monekyabl. JJHK sBiasercs xpaHuteneM reHerudeckoir mHpopmauuu. B reno-
Me — COBOKYITHOCTH Bcex MosteKyn JIHK xietkn — 3ammdpoBaHO cTpoeHME Beex
oenkoB 1 moJjiekysl PHK mannoro opranmsma. B nponecce cunre3a JIHK, nnu pe-
MJIMKAIMHM, KOJMYECTBO MH(MOPMAIIMOHHOTO MaTepualia yaBauBaeTcs U NpU jaejie-
HUM TOCTYIAaeT B AouyepHUe KIeTku. Pemapamms (Mayd orpaHuyeHHas perivmka-
111s1) UCTIpaBJIsIeT U3MEHEHUS B TEHETUYECKOM MaTepuase, IPOUCXOASIINe B X01e
pekomMOuHanMii (oOMeHa TEeHETMYECKMM MaTepuaJoM MEeXIy XpOMOCOMaMMU)
¥ HapyieHuil B ctpykrype JHK.

ITorok undopmanuu nepenaercst ot JIHK yepe3s PHK Ha 6enok. Peanuzaius atoit
“HpoOpMaIMK B KJIeTKaX BKJIIOYAET JBa Mpoliecca: Tpanckpunuio, wiv cunre3 PHK,
1 TPAHCJISAMIO, WK cuHTe3 0ekoB. C MOMOIIIbIO TIEPBOTO Mpoliecca B SAPe Ha MaTpULIE
JHK cunTe3upyrorcst MaTpuuHbie (M), TpaHcIopTHbIe (T) U pudocomHbie (p) PHK,
HeoOXxonuMble I cMHTe3a 0eaKoB. B xonme TpaHcasiimyu uHbopMalus O CTPYKType
oenka, nepenucanHas ¢ JJHK na MPHK, nepeBoauTcss B aMMHOKUCIOTHYIO TTOCTIEA0-
BaTeJIbHOCTD OeJIKOB. TakM 00pa3oM TeHOTHIT KJIETOK omnpesesisieT (heHOTUITNIECKUe
XapaKTEepPUCTUKU OPTaHOB U TKaHel. MaTpuuHasi Mpupojia CUHTE3a HyKJIEMHOBBIX KUC-
JIOT 1 GEJIKOB 00€CIIeYMBaeT BEICOKYIO TOUHOCTh BOCIIPOM3BEIeHUSI UH(MOPMAIIUH.

3.1. CTpoeHue HYK/IeMHOBbIX KUCNOT

JAHK u PHK npencrapisitor coboii IMHEHHbIE TTOTUMEPbI, TOCTPOEHHBIE U3 HY-
K1eoTra0B. KaXmbIit HyKJI€OTHT COCTOMT U3 TPEX KOMITOHEHTOB: a30THCTOTO OCHOBA-
HUS, SIBIISTIONIETOCS TIPOU3BOIHBIM ITypHUHA WU MMPUMUINHA, TIEHTO3BI (PUO03bI MU
JIe30KCUpu003bl) U ocTaTKa (ochopHOIi KUCIOTH. B cocTaB HYKJIEMHOBBIX KUCIOT
BXOJST JIBa MPOM3BOIHBIX ITypHHA: alcHUH W TYaHWH, U TPU MPOU3BOIHBIX ITUPUMU-
nuHa: uuTo3uH, ypauwi (B PHK) u tTumun (8 IHK) (puc. 3.1).

YIepoaHbIii aTOM B TIEPBOM TTOJIOKEHUH TIEHTO3bI CBSA3BIBACTCS N-TJTUKO3UIHOMN
CBSI3BIO C aTOMOM a30Ta B TEPBOM ITOJOKEHUN TTUPUMHUANHA WX 9-M TTOJTOKEHNHN
nmypuHa. OOpasyoliuecsl COeIMHEeHNsI Ha3blBalOT HYKJIEO3UAAMHU. YTJEPOIHbIE aTo-
MbI TIEHTO3 B OTJIMUME OT aTOMOB a30THUCTBIX OCHOBaHUI 0003HAYalOT HOMEPaAMHU CO
wrpuxamu (1°,2°, 3, 4°, 5°). [IpucoenuHenue docdara B 5’-moyoxkeHue MeHTO3 Mpu-
BOJIMUT K 00pa30BaHMIO HYKJI€OTHA0B (Tabu. 3.1).

IlepBuyHas cTpykTypa HykKJenHoBbIX Kucjaot (HK) — aTo nopsimox yepenoBaHust
HYKJICOTUIOB B MOJMHYKJICOTUIHON LIEH, CBI3aHHBIX MeXIy coboii 3,5’ -ochoan-
a¢hupHOIi cBsA3b10. B pe3ynbraTe 00pasytoTcs moauMepsl ¢ pocdaTHbIM OCTaTKOM Ha
5’-xoH1ie u cBoboaHoit —OH rpynroit meHTo3sl Ha 3’-KoH1ie (puc. 3.2).
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Puc. 3.1. A30TUCTble OCHOBaHMA, BXOAALLNE B COCTaB HYKNENHOBbIX KUCJIOT, I CTPYKTY-

Pa HyKneoTnpoB:

NyPUHbL: aAEHWH 1 FyaHnH BxoaaT B coctas [AHK n PHK, nupumngunnb: B JHK — untosmH
M TUMVH, @ B PHK — LmTO31H 1 ypaumn

HomenknaTypa 0CHOBHBIX a30THCTbIX OCHOBAHMIi, HYKJIEO3UI0B 1 HYKJIEOTHIOB

Hykneos3n

Asorucroe y A

(a3oTHCTOE OCHO-
OCHOBaHHE

BaHHe + MeHT03a)
B IHK:
aleHUH Jle3oKkcHraneHO3UH

(1-ameHO31H)
TYaHUH J1e30KCUryaHo3uH

(I-TyaHO3UH)

Hykneorun
(azoTucToe ocCHOBaHHWE +
neHTo3a + gocdar)

N-aleHO3MH-5"-
MoHodocdaT

JI-TyaHO3UH-5"-MoHOobochaT

Tabauya 3.1
Oo6o3naue- OnaHOOYK-
HHS HYKJIEO-  BEHHbIi
THIOB KOJ,
5’-1AM® A
5’-nirM® G
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Hyxkneo3n
AsoTHcTOE y A
(a30THCTOE OCHO-
OCHOBaHHe
BaHHe + NMeHT032)
LIUTO3UH J1e30KCULIUTUANH

TUMUH

B PHK:
aJIeHH
TyaHUH
IIUTO3UH

yparmn

(Z-UMTHANH)

J1e30KCUTUMUIH
(I-TUMUIMH)

AneHo3uH
Iyanosun

HntuanHa

Ypunun

5'-KOoHeI[

I
o= f|>—o—CH2 o
o

Hykneorun Oo6o3Haue-
(a3oTHCTOE OCHOBaHME + HUS HYKJI€O0-
nenTo3a + gocdar) THIIOB
I-TATUAUH-5"-MoHObochar  5’-glIMD
I-TUMHIUH-5’-MoHOGochaTr  5’-nTM®D
Aneos3uH-5’-MoHobochaT 5’-AM®
IyaHo3uH-5"-MoHOMbOChHAT 5-TM®
IutuauH-5-MoHObOoChaT 5-IIM®D
YpuauH-5’-MoHodocdar 5-YM®
NH,
)\ AneHnH
X=H nna IHK

X=O0OH mus PHK

/K [uro3un

0=P—0—CH, o

3'-KoHelx

69

OaHOOYK-
BEHHBII
KO

@

c ajQ »

Puc. 3.2. [lepBuyHan cTpyKTypa HyknenHoBbIix kucnot: X = H gna OHK;

X =OH pgna PHK.

CBfA31 B MOJIEKye HYKNIeMHOBbIX KUCNOT: 1 — 5'-bocdoadrpHas;

2 — N-rnuko3uaHas; 3 —

3,5'-pochonnadurpHan
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B coctaB IHK 1 PHK BxoauT yeTblpe OCHOBHBIX HYKJIEOTHAA: IBa ITyPHHOBBIX
U IBa MUPUMUAMHOBBIX (cM. TabI. 3.1). 11 KpaTKOro n300pakeHus mocjiea0BaTesb-
HOCTU HYKJICOTUJIOB B HYKJIEMHOBBIX KUCIOTAX MOJIb3YIOTCSI OMHOOYKBEHHBIM KOJAOM.
[Ipw 3TOM 3amMCh OCYIIECTBIISIIOT CJIeBa HAIIPABO, TaK YTO MEePBBII HYKJICOTUI MMe-
eT cBoOOIHKBIN 5’ -docdaTHblil KoHell, a nociaeauuii —OH-rpymnmny B 3’-1ojiokeHun
pub03bl UK Je30Kcuprdo3nl. Hanpumep, nepsuuHas crpykrypa JHK MoxeT ObITh
3anucaHa cienyromuM oopazom: CGTAAGTTCG...

HMHorma momMHYKIEOTHAHASA IIeNb WMeEeT IIPOTUBOIIOJIOKHOE HaIlpaBleHHeE,
B 9THUX CJIy4yasix HallpaBJieHUE LIeIell 00s13aTelIbHO YKa3bIBaeTCs OT 5’- K 3’- WMiau oT
3’- K 5’-KOHLLY.

[TepBuunyto ctpyktypy PHK 3anucsiBator Tak: CAUUAGGUAA...

MNMpocTtpaHcTBeHHan cTpykTypa AHK

Bropuunasa crpykrypa JHK npeacraBieHa mpaBo3akpyyeHHOU CIIMpasiblo
(puc. 3.3), B KOTOPOIi ABE MOJMHYKJICOTUAHBIE NN PACTIONOXEHB AHTHNAPAJLIEb-
HO U YIEPXKUBAIOTCH OTHOCUTEIBHO APYT APyra 3a CYET B3AUMOAEHCTBUS MEXY KOM-
IUIEMEHTapHBIMM, a30TUCTBIMU OCHOBAaHUSIMHU (CM. puc. 3.3).

Ienu moexynnl JIHK He naeHTHYHbI, HO KOMILIEMEHTAPHBI IPYT APYTY: €CIU U3-
BECTHa TEpBUYHAsI CTPYKTypa OJHOM LMK, TO TMOCJIEeI0BATeIbHOCTbh HYKJICOTUIOB
JIPYToil 1Ienu 3a/1aeTcsl TPaBUIOM KOMIUIEMEHTAPHOCTH OCHOBAHUI: A OHOM lienu
cootBetctBYeT T, a C — G B ampyroii uenu. [Tostomy B Mosiekyne JJHK koanuectBo
aJIeHUJIOBBIX HYKJIEOTUIOB PABHO KOJMYECTBY TUMUIMIOBBIX HYKJI€OTUA0B (A = T),
a KOJIMYECTBO TYaHUJIOBBIX PABHO KOJIMYECTBY LIMTUAMIOBBIX HyKjIeoTuaoB (G = C).
CootHomieHue A + T/G + C — BesiMurHa MOCTOSIHHAS U SIBJISIETCS] BUAoOCTeluduye-
CKOI1 XapaKTepUCTUKOI opranu3ma (rmpasuio Yapragoda).

KomrinemeHTapHble OCHOBaHUS OOpallleHbl BHYTPh MOJEKYJIbI U JIeXKaT B OTHOMI
IJIOCKOCTH, KOTOpPasl MPakKTUUECKU MEPIEeHINKYISIpHA OCU criupaiu. Mexay oCHO-
BaHUSMU B CTOITKE BO3HUKAIOT THAPO(OOHBIE B3aMMOIEUCTBUSI, OOSCITEeYNBAOIIIIE
OCHOBHOM BKJIa[ B CTAOMIM3ALMIO CTPYKTYPHI criupaiu. Pudo3ogocdaTHbie ocTaTk
OTPaHMYMBAIOT CTMPAJIb U 00Pa3yIoT ee 0cTOB. Ha onvH BUTOK CIIMpaiv TPUXOIUTCS
10 HYKJICOTUAHBIX TIAP.

Tpernunaa crpykrypa JTHK dopmupyercss B pesynbrate ee B3aMMOAEHCTBUS
¢ oenkamu. Kaxnas monekyna JIHK ynmakoBaHa B OTOEIbHYIO XpOMOCOMY, B COCTa-
BE€ KOTOPOIi pa3HOOOpa3HbIe OEJIKMU CBSI3BIBAIOTCS C OTAEAbHbIMU ydyacTkamu JHK
U o0ecreurBaloT Cylepcnupain3aluio M KOMITAKTU3alMI0 MOJeKyabl (puc. 3.4).
Oomas mmHa JJHK rammmonmHoro Habopa m3 23 XpoMOCOM 4YeJIOBEKa COCTaBJISIET
3,5 x 10° map Hyk1€oTUI0B. XPOMOCOMBI 00Pa3yIOT KOMITAKTHBIE CTPYKTYPhI TOJIb-
Ko B a3y nenenusi. B mepuon nokost komruiekchl JIHK ¢ Genkamu pacrpenesieHbl
pPaBHOMEPHO Mo 00beMY siipa, oOpasysl XpoMaTuH. beku XxpomaTrHa BKJIIOYAIOT ABE
IPYTIIbI: TUCTOHBI U HETMCTOHOBBIE OEJIKMU.

TucToHsl — 5T0 HEOOJbILINE OEIKU ¢ MoJieKy JIsipHOU Maccoit oT 11 000 no 22 000 [T
1 BBICOKHM COJep>KaHUEM JTM3MHA U aprTMHUHA. YeThIpe THIa THCTOHOB B KOJTMYECTBE
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Puc. 3.3. KomnnemeHTapHble B3avIMOAENCTBMA a30TUCTBIX OCHOBaHWI 11 $OpMMpPOBaHME [BOA-
How cnvpanu OHK. AGEHVH 1 TUMWH CBA3bIBAKOTCA ABYMSA, @ T'YaHUH U LUTO3MH — TPEMA BOJO-
POAHbBIMY CBA3AMM

8 MoJreKy (1o ABe KaxKa0ro Buaa) o0pa3yioT KOMIUIEKC — HYKJIC€OCOMHBIN KOp. DTOT
KOMIUIEKC 3a CUeT MOHHBIX CBSI3ell B3aMMOJEUCTBYET C OTPULIATEbHO 3apsKeHHBIMU
docdarubiMu rpymmamu yuactka JIHK mmrHo# okoso 146 HYyKII€OTUIHBIX TTap (IIpHy-
MEPHO TIOJITOpa BUTKA BOKPYT KOpa) U 00pa3yeT UeTKOBUIHYIO, KOMITAKTHYIO CTPYK-
Typy, Ha3blBaeMylo HyKjJeocomoid. Mexay HykieocomaMu HaxoauTcs yyactok JJTHK
JITUHOM 0K0J10 30 HYKJIEOTUIHBIX MTap — JUHKEPHbIH Y4ACTOK, K KOTOPOMY IIPUCO-
eJnHsIeTcsl MoJsieKysia ructoHa H1.

HerucroHnoBble 0eJKH MpeAcTaBIeHbl MHOXECTBOM (PepMEHTOB M OEJIKOB, yya-
ctByromux B cuHTe3se JHK, PHK, peryasiuumn 3Tux npoueccoB U KOMITaKTU3aluU
JHK.

MpocTpaHcTBeHHasa cTpyKTtypa PHK

Bropuunas ctpykrypa PHK dbopmupyercs B pedysbrare cimpainsaluu OTAeb-
HBIX y4acTKoB onHouenoyeyHoii PHK. B cniupann3oBaHHbBIX ydyacTKax, WU MNUJIb-
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Komnnexc ua 8 rictoHos
4 TMnoB
(H2A, H28, H3, H4),

Hykneocoma

MucToH (H1) Ynakoska OHK v ructoHos
8 XpomaruHe

Pwuc. 3.4. lpocTpaHcTBeHHaA cTpykTypa OHK.

Hykneocoma coctout 13 yyactka JHK gnvHonm okono 146 HykneoTUAHbIX Nap 1 8 Monekyn ru-

CTOHOB YeTblpex BUAOB, KOTOPblE B KOIMYECTBE MO ABa KaXAoro Buja obpasytor Kommnineke —

HyKneocoMHbIn Kop. AHK n 6enku ypnep)kuBatoTca Apyr C APYrom 3a CYET MOHHbIX CBsA3ei.
JInnkepHbI yyacTok IHK cBA3aH ¢ ructoHom H1

Kax, KOMIUJIEMEHTapHble mapbl a30TUCTbIX ocHOBaHU A U U, G u C coeanHeHbl
BOJOPOJIHBIMU CBSI3IMU. JITMHA NBOMHBIX CIiMpasieli, Kak MpaBuio, He BeJMKa U CO-
nepxut ot 20 1o 30 HykJIeOTUAHBIX nap. JBylenodyeyHble (hparMeHThI YePEAYIOTCS
¢ HeCIMPaJTU30BaHHBIMU YYaCTKAMM MOJIEKYJIbI, 00pa3yIOIIMMU TETIN.

Tperuunasa crpykrypa PHK oOpa3syercs 3a cueT JOIMOJHUTEIbHBIX BOAOPOIHBIX
CBSI3ei MeX Iy HYKJICOTUAAMHU, TTIOJTMHYKJIEOTUIHOM 1IEITbIO U OeJIKaMu, 00ecIieunBa-
€T JOIMOJHUTENIbHYI0 KOMMNAKTU3ALMIO U CTaOMIM3alliI0 MPOCTPAHCTBEHHOM CTPYK-
TYPbI MOJIEKYJIBI.

OcHoBHble Bugbl PHK

B 3aBUCHMMOCTH OT MEPBUYHOMN CTPYKTYPHI, pazMepa MOJIEKYN U (PYHKIUIMI B KIIET-
Kax BBIIEJISIIOT TpU OCHOBHBIX Buga PHK:

1) marpuunbie PHK (MPHK), nunn nndopmanmonHbie, coctaBustioT 2—4% Beeid
PHK xnerku. OHU upe3BBIYAiHO pa3HOOOpA3HEI IO IIEPBUYHON CTPYKTYpe
U X KOJIMYECTBO COOTBETCTBYET UMCIYy OEJIKOB B OpraHM3Me, TakK Kak Kaxkaasi
mosekysna MPHK sBisieTcst MaTpulieit B CUHTE3€ COOTBETCTBYIOIIETO OeJKa;

2) tpancnoptHple PHK (TPHK) sBnsgiorcss MoJjiekyliamMu-aganTtopaMm, y Ko-
TOPBIX K 3’-KOHILY TPUCOEANHSIETCS aMMHOKHMCIIOTA, a K YU4aCTKy aHTUKOIO-
Ha — MPHK. CemeiictBo TPHK Bximtouaet 6osiee 30 pa3mnMuHBIX 110 IIEPBAYHOM
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CTPYKTYpE MOJIEKYJI, cocTosux pumepHo u3 80 nykineotuaos. TPHK conep-
xkat 10—20% momnuIMpoBaHHBIX WM MHHOPHBIX HYKJICOTHIOB, B COCTaB
KOTOPBIX BXOJST METUIMPOBAHHBIE U BOCCTAHOBJIEHHbIE a30TUCThIE OCHOBA-
HUsI, HYKJIeOoTU bl cO CBsA3bI0 C—C MexX Iy a30TUCThIM OCHOBaHHWEM U pUO030i,
a TaKxke HEKOTOphIe Ipyrue BapuaHThl. BropuuHas ctpyktypa TPHK onucei-
BaeTCsl CTPYKTYPOI «KJIEBEPHOTO JIMCTa», TAe Hapsimy ¢ 70% crvpali3oBaH-
HBIX YIaCTKOB 1LIETTM MMEIOTCS OMHOIIETIOUYeUHbIe TIeTIe00pa3Hble (hparMeHThI
(puc. 3.5). TpeTruHas CTpyKTypa MOJIEKYJI 3a CUET JOIOJIHUTEIbHON KOMITaK-
Ti3auuu npuodperaeT I'-o6pa3Hyio Kongopmauuio. Ha nomo TPHK mpuxo-
autest okojio 15% Bceit PHK xiretku;

3) pubocomubie PHK (pPHK) coctasnsior okono 80% Bceit PHK kjieTku u BXo-
JISIT B COCTaB puOoCcoM. B 1iuTorniazMaTuyeckue pudocoMbl 3yKaprOTOB BXOAUT
yeTsipe Buaa pPHK ¢ pa3Hoii KOHCTaHTOM CeAMMEHTALIMK — CKOPOCTbIO Ocea-
Hus B yasrpaneHTpudyre (KC), koTopas BelpaxaeTcsa B enuHuniax Ceegoepra
(S). Komrmuiekc 60JibI1I0# U Majioil cyObeInHNL] pubOCOMbI 00pa3yeT KOMIAKT-
nHyto yactuny ¢ KC 80S. pPHK nMeior MHOrouncjaeHHbIE CITMpaIn30BaHHbIC
YUYACTKU U crieluduuecku CBs3aHbl ¢ pa3HOOOPA3HBIMU OeJIKaMU, KaxKablii U3
KOTOPBIX BXOIUT B OINPENEICHHYIO CYObeAMHMILY PUOOCOMBI B KOJUUYECTBE O -
HOM KOMTUY. MUTOXOHAPHUATbHBIE PUOOCOMBI 3HAYMTEbHO METbUe IIUTOILIA3-
MaTUYeCKUX pruoocoM (55S) 1 UX CTpyKTypa CXOOHA CO CTPYKTYpOil pubOCcOM
y IpoKaproToB (puc. 3.6).

WaacTon COnImnmn

A a EiANDVACRDT

3 Pl 11 vl
Ch s YHECTOK —
RADOTO DO
FAHEE R
RN e R T R

L P b T S e
WD IR HY K
PR LTI

B THRBE

A Fesey O

Puc. 3.5. [IpocTpaHCTBEHHAA CTPYKTypa TpaHcnopTHom PHK:
A — BTOpMYHasA CTPYKTypa; b — TpeTnuHasa cTpyKTypa
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MporapuoTsl SVREPUOTEI
Puboooma Q 705 Pulocoma Q B80S
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CybinanuHLs @ 50S €3 ans

Cybhenimmi D 80s ©D40s

58 58
5.8 555
238 28BS
pRHK +34 Benka PRHK +50 Ganwoa
¥
PHK 165 PHI 185
P +21 Banoek P +33 Ganka

Puc. 3.6. CTpoeHvie NpOKapnoTNYECKON 1 SyKaproThiecKon prubocom.

Y aykapuoToB B 6onbluyto 60S-cybbearHuLy pubocombl BXOAAT TpW pasHble moneKynbl pPHK
1 okono 50 monekyn 6enkoB, a B Manyto 40S-cy6beanHuuly — ogHa monekyna pPHK n okono
30 moneKyn pasHbix 6enKkoB

Jenarypauus u pesarupanusa JITHK u PHK. IIpocTtpaHcTBeHHast CTpyKTypa Hy-
KJICMHOBBIX KMCJIOT CTAOMJIM3UPOBaHA TOJBKO CJ1a0bIMU BOJOPOIHBIMU U TUAPO(POO-
HbIMU cBsA3sIMU. [Tpu HarpeBaHuu 10 80—90 °C MoJieKyJibl A€HATYPUPYIOT C pa3pylie-
HUEM TPETUYHOU M BTOPUYHOMN CTPYKTYp, 00pa3ys OAHOHUTYATbie MOJieKyJbl. [Tpu
MeJJIEHHOM OXJaXIEeHUU HUTU CITOCOOHBI PEHATUBUPOBATH U MPUOOpETaTh UCXOI -
HYyIO CTpYKTYpy. Ha 3Toli crocOOHOCTU HYKJIEMHOBBIX KUCIOT K JeHaTypaluu U pe-
HaTUBAllMM OCHOBAH METO/ MOJIEKYIApHO# rudpuausamun (puc. 3.7).

ITpu ucnonas3oBanuu aByx oopasuos JJHK (oauH 13 KOTOpbIX coaepxKall paauoak-
TUBHYIO METKY) U3 Pa3HBIX TKAHE OTHOTO OpraHU3Ma WU Pa3HbIX OPTaHU3MOB OJTHOTO
BMJIa MpOLIeypa IeHaTypalluy U peHaTUBAlIMKY M03BOJIs1a MOJIYYUTh THOPUIbI, B KOTO-
pbix HutH JAHK, nmpuHapiexaiiye pasHbiM oOpas3liaM, ObUTM KOMIUIEMEHTapHbI U 00-
Pa30BBIBAJIU IBOMHYIO CITMPAJIb IO BCE AJTMHE («COBEPIIEHHBIC TUOPUIBI»).

Ecnu mpoBoauy Takyto xe mpolueaypy ¢ aByMs oopastiamu JIHK pa3HbIx BUI0B, TO
HapsiIy C UCXOJHBIMU MOJIEKYJIaMU OOHAPYXXUBAJIU TMOPU/IbI, Y KOTOPBIX KPOME y4acT-
KOB JBOMHOI CIiMpajii HAOMIOJAINCH METIM, 00pa30oBaHHbIE HEKOMILJIEMEHTAPHBIMU
y4yacTKaMU Lierei, T.e. (pOpMUPOBAIUCH «HECOBEPILIEHHBIE TUOPUIbI».

ITpu nposeaenun rudbpunmuzanmu JHK—PHK ¢ monekynamu, BblIeJeHHBIMU
W3 omHOW M To¥ ke TkaHu, Ha JJHK obHapyxuBanu y4acTKu, KOMIUIEMEHTapHBIE
MPHK, TPHK u pPHK.

Metoa MosieKyISIpHOU THOpUAM3ALIMK MO3BOJMUJI YCTAHOBUTD CJIEAYIOLINE 3aKO-
HOMEPHOCTHU:

e JIHK Bcex k1eToK omHOro oprann3ma naeHtudna, a JIHK pa3Hbix opranun3MoB

OJIHOTO BUJa OOHAPYXXMBAaeT OUeHb BBICOKOE CXOJICTBO, OOecrieurnBasi 00pa3o-
BaHME «COBEPILIEHHBIX THOPUIOB»;
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Puc. 3.7. lnbpuaunsauma JHK — OHK.
OHK, n IHK, BblgeneHbl 13 TKaHen opraHM3MoB, NpUYHaAIeXxallmx pasHbiM BUaam

e JIHK saBnsiercst Bugocneun@pUUecKoi XapaKTEpUCTUKOI OpPraHU3MOB: 4eM
Oouibllie (hUIOreHeTUYeCKasl AMCTAHLIMSI MEXIY BUIaMU, TeM CUJIbHEe OTIrYa-
ercs ctpoeHue JIHK 13 TkaHeit ocobeit 3TUuX BUIOB;

e JIHK, BhimeneHHas U3 TKaHEH omnpenelIeHHOro OpraHu3Ma, CoOaepXXUT MHPOp-
Mauuio o cTpykrype Bcex BunoB PHK ganHoro opranusma.

3.2. Pennnkayuns (cuntes JHK)

Cunres JIHK mporekaet B siape B S-(pa3y KIETOUHOIO LUKJIA U IPEAIISCTBYET Ae-
JieHuo kietku. [Tpouiecc CTUMYIUPYIOT MUTOTEHHBIE CUTHAJIBI, HEKOTOPbIE TOPMOHbI
U pocToBble (hakTophl. [TepBoHAUATbHO KJIeTKa U3 COCTOSTHUS MoKosi GO BCTymaeT
B G,-da3zy, B Xo1e KOTOPOi1 CUHTE3UpPYyIOTC HepMEHTHI U OEJIKU, HEOOXOAUMBIE JJIsT
cuntesa IHK. B S-dazy uaer cunre3 AHK u nurionaHas kieTka (cogepxkalias 18e
KOIIMM FeHOMa) MpeBpalllaeTcs B TETPAIUIOUAHYIO (UeThIpe KOIIMY I'eHOMa), a B X0/e
MUTO3a OHA AEJIUTCS, 00pa3ys ABe JO0YEpHUE TUTLUIOMAHbIE KJIETKM (puc. 3.8).

B saykapuornueckux kierkax cuHtes JIHK HaunHaeTcss omTHOBpeMEHHO BO MHOTMX
yuactkax JJHK, Kkoropele nMeroT cienn@puIecKyo HyKJICOTUIHYIO MOCIEI0BATE/Ib-
HOCTb U Ha3sbIBalOTCsl opuKMHaMu pemsmmkanuu. Kaxnas Hute JIHK ctaHoBuUTCS
MaTpULIEN, U OT KaXKJIO0TO OPUIXKMHA B TPOTUBOIOJOXHbBIX HAITPABJIEHUSX IBUXKYTCS
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OHK =2n—4n

Mogrotoska
K CUHTE3Y

[AHK = 4n—=2n
Knertka (1)
B rnokoe

Puc. 3.8. ®a3bl KNETOUHOTO LKA Y 3yKaprioTOB:

2n — AUNNOVAHBIA HABoP XPOMOCOM N = 23 (23 XPOMOCOMbI MO 2 Konuu);
4n — TeTpanIonHbIN HAboP XPOMOCOM

JIBe periukaTuBHble BUIKU. [Tpoliecc sIBisieTCs] MOJYKOHCEPBATUBHBIM, TaK KaK I10
3aBepILIEHUHN PEIIMKalUM Kaxaas godepHsis mosekyna JJHK conepxut ogHy poau-
TEJIbCKYIO HUTh 1 OTHY BHOBb CUHTE3UPOBaHHYIO (puc. 3.9).

Cy06cTpaTaMu SIBISIIOTCS YeThIpe Te30KcuHykiaeosuarpudocdara (tHTD): ntATD,
ITT®, fLUTD, nI' TD. OHu comepkat 6oraTbie SHEPTUEN CBSI3U U CIYKAT CTPOUTETb-
HBIM MaTepuajaoM CUHTe3a U TOHOpaMU SHEPTUM.

Ilpouecc cuntesa JIHK BkioyaeTr cTaauu: UHUIMAIMA, JIOHTAIMA U TEPMUHA-
UH.

B xonme yHUIIMaLMM MPOMCXOAUT pacruieTeHue aBoiHoi cniupanu JHK marpu-
IIBI 1 00pa3oBaHNe PETUTMKATUBHON BWJIKK. YJacTBYIOT B 3TOM Tporiecce (hepMeHTHI
JHK-Tormonzomepasa 1, JHK-xennka3a u 6eKM, CBSI3BIBAIOIINECS C OMHOLIEIIOYEY -
HeiMu yaactkamu JIHK (SSB-6enkmn) (puc. 3.10).

JHK-Ttorouszomepasa 1 mprucoenuHseTcs K y4acTKy OpUIKUHA, paCILCIUISIET OTHY
n3 ueneit THK u cBsa3bpiBaeTcs ¢ pochaTHBIM OCTaTKOM B TOUKE pa3pbiBa, IMIPOMCXO-
JIUT COpPOC CYyNEepBUTKOB U packpyuuBaHue aByuenodyeuHoi Hutu JJTHK. B oGiacts
pa3pbiBa TIPUCOETMHSIOTCS aBe MoJeKyabl JIHK-xenmkaspl, KOTOpbIe, MCIOIB3YS
sHepruto AT®, pa3pbIBaloT BOTOPOIHBIE CBSI3U MEXKITy KOMILIEMEHTapHBIMU OCHOBA-
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Puc. 3.9. Cxema pennvkaumnm 3yKapuoTuyeckmnx XpoMoCOM.

CrHTe3 HaumHaeTca B obnactu opugmHa (O) 1 nget B NPOTUBOMONIOXK-

HbIX HanpasfieHUAX. B Kaxpom opuixrHe obpasyerca ABe pennunka-

TUBHble BUNKW. [poLecc NonyKoHCepBaTUBHDBIN, Y Kaxadaa foYepHss

monekyna [JHK nonyyaet ogHy poautenbcKyto 1 ogHy BHOBb CUHTE3U-

poBaHHYI0 HUTb. YuacTok JHK mexay cocefHUMN opuaxnHamy Hasbl-

BAlOT pernIMKoHOM. OH CUHTe3MpYyeTcs ABYMA ABUXKYLIMMUCA HaBCTpe-
yy Apyr Apyry penankaTuBHbIMY BUIKaMy

Husimu 1 pasaessior nenu JHK. 3atem JIHK Tononzomepasa BocctaHaBnuBaeT ¢poc-
donmapupHYIO CBSI3b, KOTOPYIO OHA IIEpBOHAYAILHO PaCIIeIia, M OThbeAUHSIETCS OT
JHK. SSB-06enku mprcoeauHsII0TCS K OMHOLICTIOUEUYHBIM y4acTKaM U MPEISITCTBYIOT
X MTOBTOPHOMY OOBbEIMHEHUIO B ABOMHYIO CIUPAJb.

Ha ctaguu anonramum noyepHue HUtH JAHK oOpa3yroTcsa Ha o0enx HUTSIX Ma-
tepuHckoit JIHK. DToT npoluecc karanuzupyet Heckosibko JIHK-nmonumepas, Ko-
TOpbIE CUHTE3UPYIOT MOJMHYKIeOoTUIHbIe Henu n3 tHT® B HampaBieHUn oT 5°-
K 3’-KOHIly Ha aHTUMNApaJUIEIbHOW MaTpulle, MMEIOIIell HalpaBiIeHHE OT 3’-
K 5’-xonny (puc. 3.11).

HoBrie Lienu cuHTe3upyroTcs HeoguHakoBo. Ha matpuue JIHK ¢ HanmpaBieHuem
OT 3’—5’-KOHI1y LieTlb pacTeT HEMPEPbIBHO MO XOAY ABUKEHMS PEIIMKATUBHON BUJI-
KM 1 Ha3bIBaeTcs Juaupywomeii. Ha maTpuiie ¢ HampaBieHueM 5’—»3’-KOHILY BTopast
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Puc. 3.10. NHuumaumna pennmkaummn JHK:

| — [HK-Tonon3omepasa 1 npucoeanHAETCA K OPUAXNHY, pacliennaeT ogHy u3 uenem JHK
1 cBA3bIBaeTcA ¢ pocdhaTHbIM OCTaTKOM B MecTe pa3pbiBa. [poncxoanT packpyuriBaHve ABONHON
cnupanu JHK; Il — B o6nacTb pa3pbliBa nprcoeauHaAtoTca ABe monekynbl JHK-xenmnkas v pasge-
nat uenu IHK. 3atem [IHK-Tonon3omepasa 1 ycTpaHAeT pa3pbiB, KOTOPbIN OCYLECTBIIA NEPBO-
HavanbHo, 1 oTbeanHaeTca ot [IHK. K ogHoLenoYeyHbIM yuyacTkam npucoeanHaoTca SSB-6enku

1l

HanpaeneHue QEWKEHKA PENNTMESTUBHOW ST

SSB-6enku

JHK-xenvkasa

FoanTenscean HiTe

OHK nonmmepaza &

Puc. 3.11. PocT HOBbIX Lienel B 06/1acTy peninkaTBHON BUNTKNA.

Jinanpyiolaa HTb pacTeT HeMpepbIBHO, a OTCTalowWwaa — B Buae dparmeHToB OKasaku, Kaxabli
13 KoTopbix BKtoyaeT: VVVVVVVVV — PHK-npainmep ( ~10 HyKneotngos), ————> — y4acToK
[OHK, npymepHo paBHbii gnnHe [IHK B coctaBe Hykneocombl (~150 HyKneoTngos)
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LIETIb CUHTE3UPYETCS MPOTUB ABMXKEHUS PEIUIMKATUBHOM BUJIKU B BUJE KOPOTKUX OT-
pe3koB — ¢parmenToB OKka3aku (M0 UMEHU YUEHOI0, BIEPBble OOHAPYKMUBIIETO UX
obpa3zoBaHue). Poct 3T0i Llenu HauMHaeTcsI, ToJIbKo Koraa Ha maTpule JIHK moss-
JISIETCS OJHOLIETIOYEYHBIN yUacTOK JUIMHOM 0K0J10 200 HyKJIeOTUIOB (PaBHBIN JUTMHE
¢parmeHTa OKa3aku), MO3TOMY €€ HAa3bIBAIOT 3aNMa3AbIBAIOLIEi, VIV OTCTAIOMIE.

CuHTE3 HauMHaeTcsl ¢ 00pa3oBaHus mpaiiMepa — oauropudonykiaeoruna (PHK),
BKJIIOYamoIero okoio 10 MoHonykiaeotuaoB. Ero odpazoBaHue KaTaanu3upyeT mpai-
Ma3za — cyobeaununa, sxoxasiasg B coctaB JJHK-moammepassl a. Jlanee 3ToT ke
depMeHT nepekiaouaeTcss Ha odopaszoBanue JJHK u BkimouaeT Bo BHOBb CUHTE3UPY-
eMYIO HUTb 0K0J10 60 1€30KCUHYKIICOTUAOB, ITocjie yero 3ameHsiercs apyrumu JJHK-
nonuMepazamMu. IlpomomkaT cuHTe3 guaupytomeir nenu JHK-moaumepasza o,
a orcrarouieit — JIHK-nmoaumepasa 8 mam . O6a pepMeHTa 001a1a10T 9K30HYKII€a3-
HO#1 aKTUBHOCTBIO U B XOJIe CUHTE3a MOTYT UCHPABJISITh JOIYILIEHHYIO OLINOKY U OT-
LIETUISTh HEMPaBWIHHO BKIIIOUEHHBIN HYKJIEOTHI. DTO 00eCeurnBaeT BLICOKYIO TOU-
HocThb cuHTe3a JJHK.

B orcraronieit HUTH Kaxablii ¢pparmeHT OKazaku coaepXuT okojo 200 HyKJeo-
tuaoB, BKIovamomux PHK-npaiimep u yuactok JIHK. ITpaiimep ynansercs: 3HaoHy-
kiaea3oii v PHKa3zoii, a THK-noanmepasa B 3anoyiHseT 06pasyoLyocs: «opetb»
110 TIPUHLIMITY KOMIUIEMEHTapHOCTH, ucroiab3yd THT® B kadyecTBe cyObCTpaToB
(puc. 3.12).

JHK-auraza oobenuHsieT ¢hparMeHThl B NOJMHYKIEOTUAHYIO 1ernb. KodakTopom
BCEX CTaIil PETUIMKALIMN ABJsgeTcsa MoH Mg>™.

B pesynbrare oOpasyrorcs JoUYepHUE e, KOMIUIEMEHTAPHBIE Y aHTUTIApaJLIES b-
Hbele HUTSIM MaTepuHckoit JIHK. bes yuera HT®, yuacTBylolmux B CUHTe3¢ mpaii-
MEpOB U 00beaAnHeHnM pparmMeHTOB OKa3aku, cyMMapHoe ypaBHeHue cuHTe3a JJHK
MOKET OBITh 3aITMUCAHO CJIEAYIOIIUM 00pa3oM:

JHK-marpuna
m (JAT® + aTT®) +n (a[ TP + nUTP) ——— > JIHK + 2(m +n) H,P,0..
PCIIMKAaTUBHBIN
KOMILIIEKC

ITocne neneHus Kaxaas JOYEpHsIsl KJIeTKa MoJlydaeT IUILIOMIHBIM Habop XpoMo-
COM, UJEHTUYHbBIA MAaTEpUHCKON KJIETKE.

3.3. Penapauus owmn60k n nospexaeHun AHK

HecMmoTpst Ha BBICOKYIO TOYHOCTb perivkaiuu, B Mojekyiae JHK mocrosHHO
MPOMCXOAIT TOBpeXaeHMs, Bbi3BaHHbIe YDO, paavalliOHHBIM U3JTy4yeHUEM, Oeii-
CTBMEM DPa3HOOOPA3HBIX BEIECTB BHEIIHEH M BHYTpeHHe# cpenbl. [lom BrusHMEM
9TUX (pU3NIYECKNX 1 XUMHIecKNX pakTopoB B cTpyKType JHK mpoucxoour:

e Je3aMMHUPOBAaHNE OCHOBAaHMI (M3 LIMTO3MHA 00pa3yeTcs ypalui);

e JIeNypUHU3ALIMS — TUAPOJUTUUYECKOE OTILIEIIEHE MTyPUHOBBIX OCHOBAHUIA;
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Puc. 3.12. YganeHue PHK-npaimepoB 13 oTcTalowwen Lenv B xoge cmHTe3a HK.

[HK-nonnmepasa o cMHTE3MpyeT ONNroprOOHYKIEOTI I, KOTOPbIM HAaUYMHAETCA KaxAblil dppar-

meHT OKasaku B oTcTatouwen Hut1 [AHK. Korga cnegytownin pparmeHT OKasaku gocturaet npai-

Mepa npepbiaylero ¢parmeHta, [JHK-nonumepasa & otgensaetcs, a npaMep npeabliayLiero

dparmeHTa ygansioT sHAOHYKneasa wunu PHKasa. [HK-nonumepasza [ yanuHaeT nocnepgHuii

dparmeHT, 3anonHAA «6peLb». IHK-nvrasa cwmBaeT npeabiAyLNiA 1 BHOBb CUHTE3MPOBAHHbIN
dparmeHTbl Mexay coboi
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e 00Opa3zoBaHNe MUPUMHUINHOBLIX TUMEPOB;
® pa3pbIB HYKJICOTUIHBIX IIETICH;
e [IOSIBJICHME KOBaJIEHTHBIX CIIMBOK MEXIY LEeTISIMUA WX MEXIy LeNsIMUd U TU-
CTOHAMU;
e BKJIIOYEHME HEKOMIIEMEHTaApHOTO OCHOBAHMUSI, BbI3BAHHOE OIIIMOKAMMU PETLI-
Kalluu.
3a CyTKHU B KaXI0M KJIeTKe mpoucxoasT Teicsiuun nopexaenuii JJHK. Mcnpasie-
HHE HapyIIeHUI B CTPYKTYpPe MaKPOMOJIEKYJIbI OCYIIIECTBIISTIOT CUCTEMBI pelTapaliu
JHK, xoTopble (DyHKIIMOHUPYIOT B SIApPE KJIETOK MOCTOSIHHO BHE 3aBUCUMOCTU OT
(a3 k1eToyHoro uMKiIa. YHUBEpCcaabHasl cCUCTeMa pernapaluu paboTaeT caeayoinmum
obpazom (puc. 3.13).
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Pwuc. 3.13. Penapauus sykapunotunyeckux JHK.

Cneuunduryeckana sHAOHYKNeasa y3HaeT MeCTO MOBPEeXAeHWA U pac-

wennaet 3;5-¢pochoanadrpHyio cBA3b Hefjaneko OT 3ITOro MecTa.

DK30HyKneasa ypgansaer yyactok [JHK, copepawwmii noBpexpeHue.

OHK-nonvmepasa B 3amnonHAeT «6pelub» B NoBpexaeHHon Hutn OHK

OHK-nvrasa coepvHAeT OCHOBHOW ¥ HOBOOOPA30BaHHbIA YYacTKu
B HuTK JHK
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Crneunduueckass 3HAOHYKJIea3a oOHapyKMBaeT HapylLIeHHE KOMILIEMEHTap-
HOCTU ¥ TUAPOJMTUYECKU paciieruisieT 3°,5’-¢ochonuapupHyio CBI3b B MO-
BpexneHHoi Hutu JHK.

DK30HyKaea3a yaajsieT 0koyio 30 HyKJIEOTUIHBIX OCTATKOB MO 00€ CTOPOHbI OT
MecTa pa3phbiBa.

K 3’-xoH1ty ob6pazoBaBiieiicst «opeun» npucoenunsitcs JJHK-noanmepasa 3
u, ucnonb3ysd 1THT® B KayecTBe CyOCTPAaTOB U JOHOPOB DHEPIMM, 3aIIOJIHST
«OpelIb».

OnMHOYHBIN pa3pblB MEXIYy BHOBb CUHTE3MPOBAHHOW M OCHOBHON HUTSMU
OHK ycrpansger JHK-aura3za, vcnonbs3yiomass AT® B KauecTBe MCTOUHUKA
BHEPTUMU.

B psine ciayyaeB B penapaliy y9acTBYIOT M HEKOTOpPbIe Apyrue (hepMeHThI. Tak,

eC/IM TMPOU30IIIO Ae3aMUHUPOBAHUE A30TUCTHIX OCHOBAaHU (HArpuMmep, LIMUTO-
3MH TMPeBpaTUJICI B ypalli), TO HEKOMIIJIEMEHTADHOE OCHOBAHUE MOXET yIasTh
depmenT IHK-muko3uaasa. 3aTeM ydyacTokK, JUILIEHHBI a30THCTOr0 OCHOBaHUS
(ATIl-caiit), ooHapyxuBaeT AIl-aHa0HyKIea3a, TUaApOIM3YOLIas aypuHU3UPOBaH-
HBIH WM amUPUMMUIAMHU3UPOBAHHBIN caxapodochaTHbIli OCTOB, a jajiee paboTaeT
YHUBEpCaJIbHbI MeXaHu3M pernapaiuu. MHorma K ae30Kcupudose, JUIIUBIICHCS
noBpexiaeHHoro ocHoBaHusi — All-caitty, ¢pepmenTt JTHK-uHcepTasza npucoenu-
HSET OCHOBaHME IO TPUHIIAIY KOMIUIEMEHTapHOCTH, JUKBUIMPYS MOBPEXKICHNE
B cTtpykType JHK.
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Puc. 3.14. TuMUH-TUMNHOBbIE ANMepPbI B Monekyne AHK
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IMon BaussHreM YPO BO3HUKAIOT MUPUMUANHOBBIC AUMEPHI (Yallle BCero THUMU-
HOBBIE IMMEpPbI), 3a CUET CBSI3bIBAHUS ABYX COCEIHUX OCHOBaHMI (puc. 3.14). Bto
noBpexaeHue ycrpaHseT ¢pepMeHT ¢oTtommaza. OHa paclIeIUISIeT CBSI3M MEXIY CO-
CeTHUMM OCHOBaHUSIMU U BOCCTaHaBIMBaeT HaTUBHYIO cTpyKTypy JIHK. CBet akTu-
BUpPYET (pepMEHT U TaKUM 00Pa30M YCKOPSIET 3TOT MPOILIECC.

Ha npoTsokeHuu XKU3HU 4esloBeKa (hepMEHTHI perapaluu YCTPaHSIOT MOBPEX-
neHus B ctpykrype JHK u coxpaHsIOT cTaOMIBHOCTb TeHeTUYeCKON MHGpOpMaLuni
kaeTku. CHUXXKEeHNE aKTUBHOCTU 3THUX (DEPMEHTOB COIPOBOXIACTCS HAKOIUIEHUEM
myTauuit 8 JHK u gaBsieTcst IpUunHOM MHOTMX 3a00JIEBAHUI U IPEXIEBPEMEHHOTO
cTapeHusl opraHu3Mma.

3.4. bnocnHTes PHK (TpaHckpunuyus)

Cunre3 PHK na matpune JIHK nazbiBator Tpanckpunuueii. [1pouecc kataamnsu-
pytor PHK-nommmepasbl, KoTopbie 00pa3yioT MOIMPUOOHYKICOTHIB B COOTBETCTBUH
C IPUHIIMITOM KOMITIeMeHTapHOCTH K MaTpuaHoit Hutu JIHK, B koTopoit nadopma-
LY O CTPYKTYpe T'eHa 3amycaHa B HalpaBJeHUM OT 3’- K 5’-KOHLY. Y 3YKapuOTOB
cunte3 PHK uger B sape 1 MUTOXOHAPUSIX MPAKTUUYECKU TOCTOSIHHO BHE 3aBUCH-
MocTu oT (a3 kinetouHoro uukia. B sape PHK cunresupylorcsa tpems dpepmeHTa-
mu: PHK-nosumepasa I karanusupyet oopazoBanue pPHK, PHK-nosumepasa I1 —
cunte3 MPHK, a PHK-noaumepasa III — o6pasoBanue TPHK. TpaHckpumiius,
KaK ¥ peIInKalns, — 3HI3PTOHUYECKHUI Mpoliecc, B KOTOPOoM ucmoib3ytorcst HTd:
ATO, I'TO, HTO, YTO® kak cydcTpaThl CMHTE3a M UCTOYHUKM Hepruu. B ocHoBe
Mpolecca JEXKUT MPUHIIUIT KOMIJIEMEHTapHOTO ClIapyUBaHUsI OCHOBAHMIA, KOTIa MPo-
tuB A Bctaet U, npotuB G — C, a npotuB T — A. CymmapHoOe ypaBHEHUE CUHTE3a
PHK MmoxHO mpencTaBUTh CASAYIOIIMM 00pa3oM:

marpuuHast HUTh JJHK
aTT® + b AT® + ¢ VTP +d IT® —— > PHK + (a+b+c+d) H,P,0..
Mg?*, PHK-nosmmepasa

[Tockonpky PHK sBisiercss ogHOLIEMOYeYHON MOJIEKYJION, TO CTEXMOMETpUYIEC-
ckue koaddunmeHTh 11 Bcex HT® pa3nuyHbI.

Bce PHK-noarmepasbl ocyliecTBIsIIOT pocT HOBBIX 1ierieit PHK B HanpaBieHun
oT 5’- K 3’-KOHIIy Ha aHTUNapasieabHoi MaTpulie (puc. 3.15). IIpouecc TpaHCKpUII-
LM BKJIIOYAET CTaAUMK MHULIMALUMY, dJI0HTrauuu u TepmuHaunu. PHK-noanmepasa
y3HaeT MeCTO Hayajla TPaHCKPUIILUY — MPOMOTOP, UMEIOIINI crieu(pUIECKYIO M0~
cJIeIoBaTeIbHOCTh HyKj1eoTua0B: — TATA.

Ha craguun maummanum K —TATA-moclienoBaTeIbHOCTU IPUCOEIUHsIETCsT Oe-
nok TATA-dakTop, koTopslit ctumyaupyeT cBa3biBaHue ¢ JJHK PHK-nonnmepassr
U (pAaKTOPOB MHMIMAIMHU TpaHCKpUILKU. OOpa3yIolIniCs KOMILIEKC BbI3bIBAET pac-
mwieteHue nBoriHoi HutH JJHK niauHoi B oguH BUTOK cnupanu (okoso 10 Hykieo-
TUAHBIX Map).



84 Brionornyeckas xumms

Canr
MpomoTop TEPMUHALIAN
o< Ao llil< ANK
TATA-hakrop
! [
Cair
TEPMUHELIMMN

oo o El~ BHK

PHK-nonumepaaa
F DAEKTOPL MHULIKaLIW M

2
: << PHK
S - nHTO
3 ( malt'l'ﬂﬂb# SNOHFEUMW
- ¥ PP
5 r— i< H< BHK
3 }: _'_.' I
i o
ARTORL TEPMAHALIMW
npe-PHK r =i R

i\’ TPHK

v annmepasa.a.'

o 3 ;

npe-PHK

Pwuc. 3.15. Craguu TpaHcKpunuum:

1 — npucoefguHeHne B 06nacTb NMpomoTopa 6efka, KOTopblii Ha3biBaeTca TATA-dakTop;
2 — BkJtoyeHne PHK-nonvmepasbl B NPOMOTOPHbIN YYacTOK, MPU 3TOM B 30HE NPUCOeANHEHUA
PHK-nonnmepasbl nponcxoauT nokanbHoe pacnneTteHune asorHon cnupanu AHK; 3 — poct Hutun
npe-PHK; 4 — ocBoboxxaeHue B caiite TepmuHaumm npe-PHK n PHK-nonumepasbl 13 komnnekca

¢ [IHK yckopAtoT GpakTopbl TEpMUHALIN
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Ha srane anonramun npoucxoaut cuHre3 PHK B cooTBeTcTBUM ¢ MH(pOpMaLnei,
conepxamiericsa B reHe JIHK, mpu aTom pakTOpbl MHULIMALIMY YAAISIOTCS, a (DaKTOp
ajoHramuu npucoenunsiercs. [1o mepe npuxkenuss PHK-noaumepasst no Hutu JJTHK
K OCBOOOAMBILIEMYCSI TPOMOTOPY MPUCOETUHSIIOTCSI HOBbIE MOJIEKYJIbI (DepMEHTa, T0-
3TOMY OJIMH F'€H MOXET OTHOBPEMEHHO TPAHCKPUOMPOBATHCS HECKOJIBKUMU MOJIEKY -
namu PHK-nonumepassl.

DTan TepMuHanuu HauuHaetcsl, korna PHK-noaumepasza nocturaer crietiuguye-
CKOW TOCJIeN0BATeIbHOCTA HYKJIEOTUIOB — calTa TEPMHUHALMHU, PACIIOJOXEHHOTO
Ha KoHIIe TeHa. PakTop 310HTaMM otaensgercs or PHK-mmommMepassl, a mpucoenn-
HsieTcsl (hakTop TepMUHALMM, KOTOPbIi oOsieryaet otneieHrne PHK-npoaykra u cep-
MeHTa oT MaTpuubl JHK.

MocTTpaHcKpununoHHble mogndukauum npe-PHK

Monexynbl PHK, kotopsie cunTesupytotcst PHK-nonumepasamu, pyHKIMOHab-
HO HEaKTUBHbI U SIBJISIIOTCSI MOJIeKyJJaMU-TipeaiecTBeHHuKamu, uiu npe-PHK. Ouu
MpeBpallaloTCcsl B 3pejible MOJEKYJIbl TOJbKO TMOCJIE COOTBETCTBYIOLIMX IMOCTTPaH-
CKPUILIMOHHBIX MOIUGUKALIUI. DTOT Mpoliecc Moay4yni Ha3BaHue co3peBanuss PHK.

Oo6pa3zoBanue 3penbix moJiekya MPHK HaunHaercs eiie B MoMeHT cuHTe3a PHK-
nonuMepasoit 11 HOBoIt MoJieKynbl Ha cTtaguu 3joHrauuu. K 5’-KoHIy pacTyiieit
Hutu PHK c¢ oTmiennenueM oprodocdara npucoeauHsieTcst 5’ -KOHLIOM MOJeKyJ/a
I'T®. 3arem ocHoBaHue — ryaHuH B cocTaBe ['TM MeTwiupyercst ¢ 00pa3oBaHUEM
7-metun-I'T®. DTy HeoObIuHYIO TpynIy B coctaBe MPHK HasbIBaloT «k3m» (konmna-
yok wiu 1mamnoyuka): 7-metuia-G (5) ppp(5’) X...

Kon 3ammmiaer 5’-konen MPHK oT neiicTBust HyKJiea3 U y3HaeTcsi pubocoMaMu
B XOJI¢ MHUITMAIINY TPAHCIISIINH.

ITocne Toro xak mpe-MPHK ocBoGoxkmaercs u3 cBsa3u ¢ PHK-moaumepasoi,
nmoju(A)-moauMepasa Ha 3’-KOHIIE MOJIEKYJIbl CUHTE3UpYyeT MmoJu(A)-«XBOCT», CO-
crosuuii mpuMmepHo u3 200 octatkoB AM® u samumatromunit MPHK ot paciiernie-
Hust PHKazamu. CyGerpatoM peakunu sssisgercss ATO.

Oykapuornueckue JHK nmeror «Mo3anyHoe» CTpoeHuUe, T.€. COAEePXKaT y4yacTKH,
KOIMPYIOIINE TTOCIENOBATEIbHOCTh AMMHOKHUCIIOT B OTAEIBHBIX TOMEHAX MOJIEKY-
Jibl OeJika, — 9K30HbI, M YYACTKU, HE colepKallre NH(popMalnu o0 CTpoeHun OeJika
wim PHK, — unrponsl. B xone tpanckpunuuu nonyyatorcsa npe-PHK, conepkaiue
YUacTKM, KOMILIEMEHTapHbIe KaK 9K30HaM, Tak U UHTpoHaM. [1pu cozpeBanun MPHK
WHTPOHBI YIAISIOTCS, @ 9K30HBI COEAUHSIOTCS MEXIY COOO0I C BHICOKOW TOYHOCThIO
C TIOMOIIIBIO KOMIIJIEKCOB U3 MaJIbIX SAEPHBIX PUOOHYKJICONMPOTENHOB — CILIAMCO-
coM. DTOT IPOLIECC MOIYYMIT Ha3BaHKe cmiaicunra (puc. 3.16).

OnmnHa m Ta Xe Mojekyna npe-MPHK B pasnmuHBIX TKaHSX MOXET TTOABEpraTh-
Csl pa3HbIM CXeMaM CIUIaiicuHIa (Hapsily ¢ MHTPOHAMU BBIPE3aloTCsl U HEKOTOPbIE
9K30HbI WJIM HEKOTOPbIE MHTPOHBI COXPAHSIIOTCS B 3pefioii Mojiekyie). MHorma co-
XpaHSEeTCs UHTPOH, COofiepKalluii CTOM-KOMOH, B pe3ysbTare obpasyercs MPHK, ko-
Iupyloias 6ojiee KOPOTKUIA O€TOK, WIM UCTIOIB3YIOTCS B XO[€ TPAHCKPUIILIMU ajlb-
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Puc. 3.16. CnnaricuHr npe-mPHK.

B sippe MHTPOHbBI yaansaoTca Npu y4yacTum Masbix AgepHbIX puboHykneonpotenHos (MAPHI), ko-

Topble 06Pa3yoT KOMMJIEKC, Unu crnnacocomy. Cnnancocombl ruaponusytot 3,5-bocdogmadurp-

Hble CBA3M Ha rpaHuLie MHTPOH — 3K30H 1 CBA3bIBAIOT IK30HbI Mexay coboi. DepmeHTaTUBHON
aKTUBHOCTbIO o6naaatoT PHK B coctaBe maPHI

TepHATUBHbBIE MPOMOTOPHI (Mepe] 9K30HOM | uiu nepen 6ojee MO3AHUM 9K30HOM).
CyliecTBOBaHUE TAKOTO MEXaHMU3Ma TMOJyYWIO Ha3BaHUE aJbTePHATHBHOIO CILIAii-
cunra. OHO BelleT K MOJYYEHUIO POACTBEHHBIX, HO Pa3IUYalOIIMXCs MO MePBUYHOMN
cTpyktype monekya MPHK.

MocTTpaHcKpununoHHble moandukauum TPHK

V yenoBeka cuHTe3upyercs okoio 20 cemeiictB TPHK, MojeKynbl KOTOPBIX CO-
nepxat npumepHo 100 nykiaeotunoB. [IpeacTaBuTenn Kaxkaoro ceMeiicTBa CrioCOOHBI
CBSI3bIBATHCS TOJBKO C OAHOM U3 20 aMUHOKUCIIOT, BXOISIIIIUX B COCTaB OEIKOB.

B siape npu hopMUpoBaHUU MPOCTPAHCTBEHHOM KOH(MOPMAaLUU 3peJIbIX MOJEKYJI
TPHK (puc. 3.17):

o npe-TPHK ykopauuBaroTcs ¢ 5’- 1 3’-KOHILIOB M BbIpE3aeTcsl OAWH UHTPOH U3
LIEHTPATbHON YaCTU TOJMHYKICOTUIHON 1IN C TIOMOIIBIO CIIEIM(UIECKIX
PHKas;

e 10—15% a30TUCTBIX OCHOBAaHWN MOTUMDUIIUPYETCS: YpaIluil METHIHPYSTCS
u obpasyet TuMuH (T); nBoitHast cBsi3b Mexy C4 u C5 atTomamu ypaiiuia Boc-
cTaHaBJIMBaeTcs, naBas auruapoypaii (D), octaTok ypauuia, NpUcoeIuHEeH-
HBII K pr6o3e N-TJIMKO3UIHON CBSI3bI0, TTOABEPraeTCsl poTalliM M €ro CBS3b
¢ pub030i1 CTAHOBUTCS YIJIEPOA-YIJIEPOTHOM, BO3ZHUKAET COCEANHEHNE, Ha3bl-
BaeMoe nceBnoypunuH (Y);

e K 3’-xoHuy Bcex TPHK ¢ momompio HykieoTuauitpancdepasbl IOCIeI0Ba-
TeJIbHO MpucoeauHsieTcst Tpuruier HykiaeotuaoB CCA, KOTOpbIi HEOOXOIUM
IJIST CBSI3BIBAHUST aMUHOKMCIIOT;

e 3pesbie MoJieKyabl TPHK BBIXOOAT U3 siipa B LIUTOILIA3MY.
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Pwuc. 3.17. Co3peBaHue npe-TPHK.

[NepBoHavanbHO B Agpe: 1 — y[anAaoTca y4acTKM NONANHYKIEOTUAHON Lenu Ha 5- 1 3'-KoHuax

monekysbl npe-TPHK, MHTPOH B LeHTpanbHoW 06nacty; 2 — MoANGULMPYIOTCA a30TUCTble OC-

HoBaHVA (¢) 1 K 3’-KoHuUy npucoepnHaetca Tpunnet CCA; 3 — 3penble TPHK BbixopaT 13 agpa
B LIMTOMNNasMy

MocTTpaHcKkpunumnoHHble moaudpukayum npe-pPHK

ITpe-pPHK ocBoboxaatorcs uz komiiekca ¢ JJHK B Buge kpymHoro TpaHc-
KpUINTa ¢ KOHCTAaHTON ceauMmeHTanuu 45S. 1—2% HYKICOTUAOB 3TOM MOJIEKYJIbI
METWJIMPYETCS 110 2’ -TUAPOKCUIIBHOM TpymnIe pubo3bl. MeTUIIbHbBIE TPYIIbI CyKaT
MapKepaMu 1Jis1 Tocieayoiiero paciuerieHus npe-pPHK Ha 0oJiee Meikue MoJieKy-
JIbl, BKJIIOYAIOIIKecs B cyobeanHULIbl pubocoM. Tak, 18S-pPHK dopmupyer manyio
40S-cyobenmHuIly puoocoMbl, a MoJieKyJibl ¢ KC 28S 1 5,8S Bki1iouaioTcst B 0OIbIIYIO
cyobenuHuily pubocombl. Camast kopotkasi 5S-pPHK konupyercsi oTaenbHbIM Te-
HoM, TpaHckpubupyercs PHK-mmonmmmepasoii 111 (orBeTcTBeHHOIT 3a cuHTe3 TPHK)
" 3aTeM TocTymaeT B 60S prGOHYKIEONMpPOTEMHOBYIO YaCTHILY.

CyobeauHulibl pudocombl 1 Bee 3peabie MPHK 1 TPHK nmocrtymnarioT B iurornias-
MY KJIETKU U UCTIOJIb3YIOTCSI B CUHTE3€ OEIKOB.

3.5. TpaHcnauma (bnocnHtes 6enka)

Tpancasuua (6uocuHTe3 Oejika) — IPOoLEcC, B XOJAe KOTOPOro MHgopMalus o
CTPYKType Oejika, 3alvcaHHasl B BUAC JMHEWHON IOCIeI0BaTeIbHOCTU HYKJICOTH-
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0B B MoJiekyite 3pesoit MPHK, «mmepeBoanTcs Ha SI3bIK aMUHOKMCIIOT» TIPU YIaCTUH
TPHK u pubocom. B pesynbraTe o0pa3yeTcs MoJjieKyia 6ejika CoO CTPOro onpeacacH-
HOU NMEPBUYHOU CTPYKTYPOH.

MPHK noctpoeHa U3 yeTbIpex HyKJIEOTHAOB, a B cOCTaB OeJIKOB BXOIUT 20 aMMHO-
kuciaoT. M3 3Toro ciemyert, 4To 10JIKEH CYILEeCTBOBATh COco0 mudpoBaHusl aMUHOKKC-
JIOT B MOCJIe0BATEIbHOCTU HECKOJIbKUX HYKJ1e0TUI0B. Criocod 1mm@poBaHusi, COrlacHO
kotopomy B MPHK 3akonupoBaHa rocienoBaTe IbHOCTh aMUMHOKUCIIOT B O€JIKe, TTOTy Yl
Ha3BaHUE reHeTHYECKOro (0MOJOrH4ecKOro M aMHHOKMCJIOTHOr0) Koaa (puc. 3.18).

Kon xapakTepusyeTcsi CaenyrolMy CBOMCTBAMMU:

e TpHUIUIETEH: Kaxaasi aMuHokucioTa mudpyercs B mosnekyne JHK uiu mPHK
TpeMsl HyKJieoTuIaMu — KoaoHamu. Koaupyroiiue 3j1eMeHTbl HE MOTYT CO-
CTOSITh U3 ABYX HYKJIEOTHIOB, TaK KaK MX KOJINYeCTBO (4? = 16) Gyner Heno-
CTaTOYHO [Jis UMpPOBaHUS BCEX aMUHOKHUCIOT. M3 4yeThipex HYKJIEOTUIOB,
pxonamux B MPHK, MoxHO coctaButh 64 Tpuruiera (43 = 64). U3 HUX UMelOT
CMBICJI, T.6. KOAMPYIOT BKJIIOUEHUE B OEJIOK OIpeaesieHHOM aMUHOKUC/IOTHI,
61 Tpurutet. Tpu octanbpHBIX Tpuruieta — UAA, UAG, UGA — CUTHAJIM3UPYIOT
0 3aBepllIeHNM aMMHOKMCIOTHOU IMOCIeA0BaTeIbHOCTU OeJiKa U BBIMOJHSIOT
(YHKIMIO TOYKU B 3anmucu MHopMmauuu. Mx Ha3bIBAlOT TEPMUHUPYIOMIMMH,
WJIN CTOM-KOJAOHAMMU;

e O/IHOHANPABJIEH: KOJOHbI PACMOJIOKEHBI IMHEMHO, HE IEPEKPBIBAIOTCS U YUTA-
I0TCS1 B HATpaBJIeHUHU OT 5’- K 3’-KOHILY;

o crnemu(uyeH: KaxXIblii KOJOH KU(GPYeT TOJbKO OIHY OMpeaeIeHHYI0 aMUHO-
KUCJIOTY;

e BBIPOXKAEH: OOJILIIMHCTBO aMUHOKUCIOT 3aiiu@poBaHo B mosekynax JHK
u MPHK 6obliie, yem omHUM KOIOHOM. VICK/II0ueHre y 4Yea0BeKa COCTaB/ISIIOT
B aMUHOKHUCIOTHI: MeT 1 Tpu, Kaxnasg u3 KOTOpbIX KUGPYeTCs] OTHUM KO-
JIOHOM, a BCEM OCTaJIbHbIM aMUHOKHUCJIOTaM COOTBETCTBYIOT OT ABYX JIO IIECTU
Koa0HOB (TabJ. 3.2). [llecThio konoHamu mudpytotcs Jlei, Cep, Apr;

® YHMBEPCAJIEH: CMbIC KOJOHOB €IMH MOYTH JIJII BCEX OPraHU3MOB Ha 3eMJie.
WUckmouenus peaku. OCHOBHOE OTKJIOHEHUE OOHAPYKEHO B MUTOXOHAPHAIIb-
Hoit MPHK, y KoTopoii yeThlpe KogoHa MMEIOT IPYTOil CMBICI;

e KOJIMHeapeH: IOCJeI0BaTeIbHOCTh KOMOHOB B 3penoil MPHK cooteTcTByeT
MOCJIeA0BAaTEIbHOCTY aMUHOKUCIIOT B OeJIKe, KOTOPbIi CUHTE3UPYeTCsl Ha 3TOM
MaTpULe.

HexonupoBaHre uHGOpPMaIUM O CTPYKTYpe OesiKa, 3alMcaHHOW B BUAE TOc/e-
noBateabHocTu KomoHoB MPHK, Bo3moxxno Omarogaps TPHK, Beimonnsiommm
(GYHKIIMM aaanTopoB («IpuCIOcOOUTeNeli» aMUHOKMUCIOT K komoHam MPHK).
BrinosiHeHUIO 3TO# (YyHKILIMU COOTBETCTBYET IpOCTpaHCTBeHHas1 cTpykTypa TPHK.
B 1ieHTpe MOIMHYKICOTUIHON LTI 3TUX MOJIEKYJl UMEeTCsl aHTUKOIOHOBAsI TIeTJIs,
B KOTOPOI HAXOAUTCS TPUTLIET HYKJIEOTUI0B — AHTUKOAOH, CTIOCOOHBII CBSI3bIBATh-
cs ¢ kogoHoM MPHK no nmpuHIumny KoMIjieMeHTapHOCTU U aHTUMNApaIEIbHOCTH.
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Ha 3’-koH1ie mosiekyibl Bce TPHK nmetot akiientopHbiit Tpuriet —CCA, K KOTOpO-
MY aMUHOKUCIOTHI TpucoeauHsitorest a-COOH-rpynnoii.

Tabauya 3.2
I'eneTnyeckmii Kox
TepBoe Bropoe ocHoBanue
OCHOBaHHe U C A G
UUU den UCU Cep UAU Tup UGU Iluc
. UUC ®en UCC Cep UAC Tup UGC uc
UUA Jleit UCA Cep UAA* UGA*
UUG Jleit UCG Cep UAG* UGG Tpu
CUU Jleit CCU IIpo CAU Iuc CGU Apr
. CUC Jleit CCC IlIpo CAC Tuc CGC Apr
CUA Jlei CCA Ilpo CAA 't CGA Apr
CUG Jleit CCG Ilpo CAG I CGG Apr
AUU Hne ACU Tpe AAU Acu AGU Cep
A AUC Une ACC Tpe AAC AcH AGC Cep
AUA Une ACA Tpe AAA Jluz AGA Apr
AUG Mert ACG Tpe AAG Jluz AGG Apr
GUU Ban GCU Ana GAU Acn GGU I
GUC Ban GCC Ana GAC Acnt GGC I'im
¢ CUA Ban GCA Ana GAA Ty GGA I'm
GUG Ban GCC Ana GAG Dy GGG I

Ilpumeuanue: U — ypaunn; A — aneHnH; G — ryaHuH; C — IUTO3MH, * — TePMUHUPYIO-
LM KOJIOH.

st 20 aMMHOKKCIIOT, YYaCcTBYIOIIMX B cMHTe3¢e 0enKoB, KonmmyecTBo TPHK oka-
3ajiochk Oosbiie 20, Kaxkaoi aMUHOKHUCTIOTe cooTBeTCcTBYeT ¢cBost TPHK: must ananu-
Ha — TPHKA?, romyramata — TPHK™ u T.a. TPHK, ominyaromuyecs 1o cTpoeHuIo
AHTUKOJIOHA, HO CBS3bIBAIOIIMECS C OAHOW M TON XK€ aMUHOKHMCJIOTOM, HA3bIBAIOT
uzoakuentopusivu TPHK.

IMockonbKy 61 CMBICTIOBOI KOAOH COASPKUT MHOOPMALIMIO O BKIIOUYCHUHU aMU-
HOKMCJIOT B G€JIOK, TO, Ka3aJloch Obl, TOKHO cyiiectBoBaTh 61 TPHK s cBs3bI-
BaHMs ¢ KogoHamu. OaHako oka3anoch, uto yncio TPHK menbiie 61. [TepBoie nBa
OCHOBAHMS B KOJIOHE 1 JIBa MOCJAEAHUX OCHOBAaHHS B aHTUKOIOHE, CBSI3BIBASICh IPYT
¢ apyromM, oopasyroT o0braHbie KoMmuieMeHTapHble A = U u G = ~C mapsl, a CBsI-
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3bIBAHUE TPETHETO OCHOBAHUS KOJIOHA C MePBbIM OCHOBAHUEM aHTUKOJIOHA MPOUC-
XOIUT cjiabee. DTU OCHOBaHUS 00J1a1aloOT ONIpeeIEHHOM CTeNneHb0 CBOOObI U KaK
OBl «Ka4yaroTCs» OTHOCUTENBHO IPYT Apyra. OTa 0COOEHHOCTh KOAOH — aHTUKOJO-
HoBbIX B3anMoecteuii Mmexxay MPHK 1 TPHK nonyunia Ha3BaHME «rMmoTe3bl Ka-
YaHus» U MIO3BOJISIET aHTUKOJOHY OIHOM U Tou ke TPHK «rpounThiBaTh» HECKOJb-
ko KonoHoB MPHK.

B umuTo305¢e kiteTok cBs3biBaHue aMuHOKMCI0TH ¢ TPHK katanusupyior hepmeH-
Tbl aMmuHoAUMI-TPHK cunterass (aa-TPHK-cuHTeTa3b1), KOTOpble 00pa3yioT CI0XK-
HOo3dupHYyO cBsa3b Mexay o-COOH-rpynmnoii amuHokuciotsel U 3’-OH-rpynmoit
akuernropHoro tpurieta —CCA. B xoze peakiimu ucroibayetcst Mmosiekyia ATD, Ko-
topas pacuieruigercs Ha AM® u H,P,0-, a cBg3b, 00pasyroluascst Mexay aMUHOKUC-
snoroil u TPHK, sBasieTcss Makpospruyeckoil (peakiiysl aKTUBaLlMU aMUHOKUCIIOT)
(cMm. puc. 3.18).

3 I
A—OH A—O~C—CH—NH,
C C |
H,N—CH—COOH 5C C .
2 | Banun-tPHK-cunrerasa H;C CH;
CH + + ATO — > + AM® + H,P,0
H;C CHj3
TPHKB -tPHK

Puc. 3.18. Peakuuna akTnBaLmm BannHa, Katanusnpyemasn sanun-TPHK-cuHtetaszon

CemeiictBo amuHoanuia-TPHK-cuHTeTa3 Bkitouaer 6osee 20 (epMeHTOB: aJist
KaX/J0il aMUHOKUCJIOThI MMeeTcsl (DEPMEHT, KaTaJlu3UpyIolInii ee MpUcoeauHEeHNE
K TPHK, X0Ts1 akTHBa1I110 HEKOTOPHIX aMUHOKUCIOT KaTaTU3UpPyeT HECKOJIBbKO U30-
depmenToB. B HazBaHugx oraenbHbIX aa-TPHK-cuHTeTa3 oTpaxkaloTcss Ha3BaHUS
aMMHOKMCJIOT, KOTOPBIE aKTUBUPYIOTCS B XO/Ie peakiny. Tak, akTHBAIIMIO TJTyTaMaTa
katamm3upyeT riyramuia-TPHK-cunteTasa, amannmna — amanun-tPHK-cunTteTasa,
ructuania — ructuai-TPHK-cuaTerasa u T.a.

B oOpa3zoBaHWM MOJUIIENITUAHBIX LIeNei 0eJIka ydacTBYeT OOJIBIIIOE YUCIIO KOM-
TTOHEHTOB:

® AMMHOKMCJIOTBI — CYOCTpaThl CUHTE3a OejIKa;

o MPHK — maTtpuna, cogepxkaiiast nH(GopMaIuio o IepBUYHOM CTPYKType OenKka

B BHIIe TUHEIHOM ITOCIeI0BATEIBHOCTH KOIOHOB;

e TPHK — amanTops aMmuHokuciior K KomoHoM MPHK;

o amuHoauua-TPHK cuHTeTa3bl, KaTaau3upyloune cBI3bIBAHUE aMUHOKUCIOT

¢ cootBeTcTBYOIMMU TPHK;

e pPUOOCOMBI — CYOKJIETOUHBIE CTPYKTYPBI, C TTOMOIIBIO KOTOPBIX MPOUCXOIUT

cO0opKa aMUHOKHUCIIOT B TTOJIUTIETITUIHBIE TIETIN;
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e AT® u I'T® — UCTOYHUKYU SHEPTUM ITPOIIECCa;

o Mg?* — xodakTop, CTAGWIN3UPYIOLINIA CTPYKTYPY pUOOCOM;

e (hbakTOpHl MHULIMALIMW, BJIOHTALMU, TEPMUHALIUM — BHEPUOOCOMHBIE OEJIKH,

o0Jiervaroiime U yCKOpsiiolye rmpolecc TpaHCISILUU.

CoObITUS MO COOPKE AMUHOKUCIIOT B MOJUMENTUAHBIC LIETIH OesIKa MPOMCXOAST Ha
pubocoMax 1 BKJIIOYAIOT 3TAllbl MHULIMALIMM, DJIOHTAlMK U TepMuHanuu (puc. 3.19—
3.21).

Nuanmmanusa HauyMHAETCs ¢ IIPUCOSOIUHEHUST B 00J1aCTh «K3ma» K 3peioi MPHK
40S-cyobenuHuLbl pubocombl, nHuLMUpytoleit aa-TPHK (y sykapuotoB 310 Bcer-
na Mer-TPHKMe") (pakropos nnuumanuu u Mosekyisl [ TA. O6pasyomuiicss KoM-
iekc ckoab3uT o MPHK BrtoTh 10 BeTpeun ¢ mHULMUpYIOmMM KomoHoM AUG.
Korna antukonon Metr-TPHKM®" ceasbiBaetcs ¢ konoHoM AUG, KOMIUIEKC OCTaHaB-
JIUBAETCs, K HeMy TpucoeanHsiercsa 60S-cyobennauna pubocomsl, ipu 3tom ['TO
ruaponusyercst 1o [1® u H,PO,, a bakropel nuHuumanuu ynansorcst. @opmupyetcst
nojiHast 80S-pubocoma ¢ ABYMSI aKTUBHBIMM LIeHTpaMmu: P-1ieHTpoM (MenTuauib-
HBIM), B KOTODBIii OKa3biBaeTcsl BKIoYeHHOi MeT-TPHKM®™ 1 A-nienTpom (amuHo-
allWIbHBIM), B 00JIaCTh KOTOPOTO MOManaeT nepBblii cMbic0Boi kKogoH MPHK.

MPHK 5' e e g S |
Mer,
405-cybueauHuua
puBoCoMb!
c S B 3 GAT)

Cgei o es

405 K\\‘— F /_r’___‘ .---\“\

Mer 60S-cybrepuimua /G 1L 1\

ITd pyBocoMbl =

Mer-TPHK™" ﬁ’ Jigiad
eT-T ~—— IF
ar ¥
(g
P-Ly H'rp.,{‘ E L;;.ﬁrua P
N e /
AN caly

Puc. 3.19. VIHnumauma cuHTesa benka.

Komnnekc, coctosawmin ns 40S-cybbeamnuupl pubocombl, MeT-TPHKMET, daktopoB nHuuma-

uuu (IF) n monekynbl I'TO, nprcoegmHaeTca n ckonb3uT no MPHK go Bctpeun ¢ nHuuumnpyowmnm

KogoHoM AUG. AHTKogoH MeT-TPHKMeT ceasbiBaeTca ¢ kogoHom AUG, K KOMMIEKCY C 3aTpaTon

3Heprumn ['TO npucoepnHaeTca 60S-cyobeguHuLa pubocombl, a GakTopbl MHULMALUN YAANAIOT-
cA. Ha pnbocome dopmupytotca A- v P-LieHTpbI
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Puc. 3.20. SnoHraums cuHTe3a benka:

1 — cBA3bIBaHMe aa-TPHK B A-LileHTpe npoucxoauT 3a cuet sHepruv [TO n npu yyactum daktopa

anoHrauuu EF1; 2 — obpasoBaHune NenTMAHON CBA3M KaTanusnpyeT nentuguntpaHcpepasa, ak-

TUBHbIV LIeHTp KoTopoi popmupyetca pPHK, BxofdLuein B coctaB 60sbLioi cybbenmHuLibl prbo-

COMbI; 3 — TpaHCIoKauua — nepemelleHmne pnéocombl no MPHK ot 5'- K 3'-KOHLY Ha OfWH KOAOH
NIeT C cnosb3oBaHnem sHeprum ITO

DJIoHTallMsI BKJIIOYAET TPU MOC/e10BaTe/IbHbIE CTalUU.

1. CeasbiBanue aa-TPHK B A-nientpe. K cB0OO0IHOMY A-1LIEHTPY MPUCOSANHSIETCS
aa-TPHK, y koTopoii aHTuKonoH KomiuieMeHTapeH kogoHy MPHK, HaxoasimeMycs
B 00J1aCTH 3TOr0 1LeHTpa. JIJIsl TOro 4ToObl 3TO COOBITHE CTAJI0 BO3MOXKHBIM, B CTPYK-
Type pubOCOMbI TPOUCXOAAT KOH(POPMALIMOHHbIE U3MEHEHUSI, TPEOYIOLIME 3aTPaThl
sHepruu ['T® u yuactusa ¢akropa snmonranmn EF1.

2. O0pa3oBaHue nenTHIHOI cBsA3u. Mexay o-NH,-rpynmnoit aMMHOKUCIIOTHI, Ha-
xofsieiicst B A-1ieHTpe B cocTaBe aa-TPHK, 1 KapOOKCUIbHOI rpymnnoi MeTUOHWHA
WA JPYroii aMMHOKUCJIOTHI, BXOIAIIEH B PACTYIIYIO MOJUIENTUAHYIO LEMb, KOTO-
pas npucoenuHeHa K TPHK P-1ienTpa, obpasyercs nentuaHasl cBsi3b. Karanusupyer
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Puc. 3.21. TepmrHauma cMHTe3a 6eska.

Mpy nonagaHum B A-LleHTp CTOM-KOAOHA BHOBb CYHTE3UPOBAaHHbIN NenTug ocBoboxxaaeTca n3
cBA3u ¢ TPHK, cybbeanHmuamu pubocombl n MPHK c yuactrem pakTopoB TepMrHaLUm 1 SHeprumv
rTo

peakiuio nenrumaarpancgepasa. [IponykToM peakiimy CTAaHOBUTCS yIJIMHEHHAs Ha
onHy amuHokuciory nentuami-TPHK, pacrionoxennast B A-1ieHTpe pruOOCOMBEL.

3. Tpancnokanusa — nepeMenienne pudoocomsl mo MPHK. PuGocoma mponsuraeT-
cst mo MPHK Ha oavH KOMOH B HampaBieHUU OT 5°- K 3’-KOHILY ¢ UCMOJIb30BaHUEM
sHepruu ['T® u npu yyactuu dakropa snoHraunu EF2. B pesynsrate B pudbocome
nentuauna-TPHK u3 A-uentpa nonagaet B P-1ieHTp, a B A-LIEHTpe OKa3bIBaeTCs Clie-
nytommii kogoH MPHK. TPHK, koTopast Ha BropoM aTtare (2) nepenaia MeT wiu pa-
CTyluii entu Ha amuHokucioty aa-TPHK, tepsier cBsa3b ¢ P-uieHTpoM M yxoout
B IIUTO30JIb KIETKU.

PocTt nonaunenTuaHoi 1ieny 6ejika MpoaoKaeTcsl 3a C4eT MHOTOKPATHOIO MTOBTO-
peHus craauii 1 — 2 — 3.

Tepmunamusi. Korna B A-1leHTp puOOCOMBI MOManaeT OAMH W3 CTOM-KOJOHOB
MPHK: UAA, UAG, UGA, 6enkoBsie (pakTopbl TepmuHauuu RF1, RF3 y3Haior atu
KOIIOHBI M OCBOOOKIAIOT BHOBb CUHTE3WPOBAHHBIN TETITUI U3 CBSI3U C TTOCTIEIHEH
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TPHK, cyobennnuiamu pudbocomsl 1 MPHK. DTOT aTam sHepro3aBuCcrUM 1 COIIPOBO-
xkaaetcs rugpoinzoM ['TO.

Kaxmas pudbocoma Ha MPHK 3anmMaer ydyacTok anmHO# okojio 80 HyKIeOTH-
noB. I[To mepe niponBrkeHust puoocombl 1o MPHK k 3’-kKoHIly MOJIeKy/IbI 5’ -KOHel]
0CBO00XIaeTCsl Y K HEMY MPUCOEIUHSIIOTCSI HOBbIe prubocoMbl. OTHOBPEMEHHO He-
CKOJIbKO p1OOCOM MOTYT CUHTE3UPOBATh MOJMIENTUIHbIC LIENX Ha OTHOU 1 TOI Xe
MPHK. Kommiexkc MPHK ¢ HeckonbkumMu padoTaroimmMu pudocoMaMy Ha3bIBalOT
MOJIMPHOOCOMOIA.

[TonupubGocombl OBIBAIOT JABYX TUIIOB:

CBOOOJIHbBIE MOJUPUOOCOMHBIE OOPA30BaHUs, T1aBalOLIMe B IUTOIIa3Me KJie-
TOK U OTBEYAIOIINE 32 CUHTE3 BHYTPUKIIETOYHBIX OEIKOB;

CBSI3aHHBIE C BHAOIIa3MaTUYECKUM peTukyiymoM (OP) u obecrieunBaloiiye
CHHTE3 0€JIKOB Ha 3KCIOPT.

HOCTTpaHCJIﬂI[I/IOHHBIe MOI[I/Id)I/IKaIlI/II/I 0eJIKOB. HOJH/IHCHTI/II[LI, ABJIAIOIIUECA
IpoaAYKTaMM TpaHCIAIMH, HE BCEria (bYHKLII/IOHEU'[I)HO AKTUBHBI 1 Tp€6YIOT JOIT0JI-
HUTECJIBbHBIX ITOCTTPAHCIALIMOHHbBIX r[peo6pasoBaHm71, BKJTIOYAIOIINX:

¢onaMHr MOJIEKYJI, B MPOLIECCE CUHTE3A MOJUIENTUIHBIX LIENEei Ha pubocome
MpU y4acTUu OEJIKOB — IIANIEPOHOB MPOUCXOIUT (POPMUPOBAHKUE TEPMOIUHA-
MUWYECKM HauboJiee BbIFOJJHOU MPOCTPAHCTBEHHOM KOH(MOpMaLUK;
o0pa3oBanue TUCYJIb(GUIHBIX CBA3Ei MEXKIY OCTaTKaMM IIMCTEMHA, Ta MOIM-
duxanys uMeeT BaXXHOE 3HaYEHUE IJIs1 ITPOSIBJIEHUS] aKTUBHOCTU MHOTUX OeJ-
KOB (MHCYJIMHA, UMMYHOIJIOOYJIMHOB, pUOOHYKJI€a3bl 1 1Ip.);

YACTUYHBIA MPOTEO0JU3, KOTOPBI UMEET MECTO NPU CUHTE3€ BCEX OEJIKOB Ha
AKCMHOPT ¥ HEKOTOPBIX BHYTPUKIIETOYHBIX OEJIKOB;

npucoeuHeHne MPOCTeTHYECKOM rpynibl, o0ecrieurBaloliee 00pa3oBaHKUE CIOX-
HBIX OCJIKOB;

COOpPKY MPOTOMEPOB B OJJUTOMEpPHBbIE DEJKH, HCOOXOMMMYIO TSI 0Opa30BaHUS
MOJIEKYJI C YETBEPTUYHOU CTPYKTYPOIA;

MOIM(UKALNUI0 AMUHOKHUCJIOTHBIX OCTATKOB, CBOMCTBEHHYIO MHOTHM OeJIKaMm.
Tak, ¢ochopunrpoBaHre TUAPOKCUIBHBIX TpymIl B ocTaTtkax Cep, Tpe u Tup,
TUAPOKCWIMpPOBaHMe ocTaTKoB I1po u JIu3 B MoeKyax KoJlareHoB; KapOoK-
cuarpoBaHue octatkoB Ity B (pakropax cBeprhiBanus kposu II, VII, IX, X
U JIp., METWJIMPOBaHUE OCTaTKOB Apr 1 JIU3 B MoJieKyJiax TMCTOHOB; HoAMpOBa-
Hue octaTkoB Tup B OeJike IIMTOBUIHON XeJie3bl TUPEOTI00YJIMHE U T.1I. SBJISI-
JOTCSI HEOOXOJMMBIM 3TAIllOM B CUHTE3€ U (DyHKIIMOHUPOBAHUN OMOJOTUYECKU
AKTUBHBIX MOJIEKYJL.

3.6. UHrM6uTOpPbI MaTPNUYHbIX 6MOCNHTE30B

OcraHoBKa J1000T0 M3 MAaTPUYHBIX CHHTE30B OIMacHa MJIST KJIETOK M MOKET BBI-
3BaTh UX THMOeNb. OnrcaHa J0BOJIBHO 0OJibIllasl TpyIiNa pa3HbIX MO CTPYKTYpe Mpu-
POIHBIX U CUHTETUYECKUX COCAUHEHUN, SIBISIOIINXCS UHTUMOMTOPAaMU MaTPUUHBIX
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cuHTe30B. HekoTopble U3 HUX HAlLIM NMpuMeHeHue B MeauuuHe. Haunbonee 1miu-
POKO MCHOJIL3YIOTCSI aHTMOMOTUKU, OOpasylolidecss B Ipoliecce XU3HeaesTelb-
HOCTU MUKPOOPTaHMU3MOB M CIOCOOHbBIE OKa3blBaTh M30UPATEIbHOE TOKCUUECKOE
nevicteue Ha cuHTe3 JIHK, PHK nnu 6esika B mpo- WM 3yKaprMOTUYECKUX KIIETKAX
(Tabn. 3.3).

Tabauya 3.3
ITpoTuBOOMyX0.IeBbie U AHTHOAKTEPUAJIBHbIE MPENaPaThl — UHTMOUTOPBI MATPUYHBIX
CHHTE30B
IIpenapar MexaHu3M AeiiCcTBUSA
Hneubumoposl penauxayuu u mpaHcKpunyuu
JlokcopyOuIIH Brenpsitorcs («<MHTEpKaTUPYIOT» ) MEXIY OCHOBAaHUSIMU
JlayHOpYOUIIMH JIHK, BbI3bIBaIOT OMHO- U ABYLIeNOoYeYHbIe pa3pbiBbl B JIHK,
KapmMuHomMutiyH reHepupyIoT cBoboaHbIe pagukansl: O, OH', H,0, u ycuiu-
BaroT [1OJI
Mendanan HMmMmeroT pyHKIIMOHATbHbBIE TPYIIIIbI, CIOCOOHBIC B3aUMO/IEH -
LucnnaTtun ctBoBaTh ¢ JIHK 1 06pa3oBbIBaTh BHYTPU- U MEXIIETIOYEUHbIE
Huknodocdan MonepevYHble CIIUBKY B ABOVHOM ciiupaiu JJHK
DTOPXUHOIOHBI: Murubupytor padoty 6akrepuanbHoit JIHK-rupassr u Hapy-
HOp(JIOKCAIIH maroT perumkanuio JIHK y 6akrepuit
LUIPOoGIOKCaAIIUH
Pudamuiimxb CaasbiBatores ¢ JIHK-3aBucumoit PHK-moaumepasoii 6ak-
TEepUATbHBIX KJIETOK 1 TIPETSTCTBYIOT MHUIIMALIMY TPAHC-
KPUTIIN
Hneubumopor mpaucasyuu y npoKapuomos
Terpauuxkinua CBs3bIBaeTCS C MAJION CyObeANHUIICH PUOOCOMBI 1 TIPETISIT-
ctByeT npucoenuHeHmio aa-TPHK B A-tieHTp
DPUTPOMUILIH CoenuHsieTcs ¢ 00IbIION CyObeIUHULICH pUOOCOM U MUHTUOM-
pPYET TpaHCIOKAIUIO
JImHKOMULIH [NomaBnsier cuHTEe3 OeIKa B MUKPOOHBIX KJIeTKaX 1 3 peKTr-
BEH B OTHOIIIEHUY TPAMIIOJIOXKUTEIbHBIX U aHAdPOOHBIX OaK-
Tepuit
JleBomMu1IeTHH [MpucoenunsieTcs K OOMBIION CYyOBETUHUIIE PUOOCOMBI U MH-

rMOMpYeT MeNTUAMITPaHCHEepa3HYIO PEaKIIIo

IIpoTuBoOMyX0JI€BbIE MPENApPAThl — MHTMOUTOPBI pelMKaIuu. B MojieKyie aHTu-
OMOTUKOB — IayHOPYOMIIMHA, JTOKCOPYOUILIMHA CONEPXKUTCS LIMKJIMYEecKasl CTPYKTypa,
KOTOpasi BCTpauBaeTcsl («<MHTEPKAIUPYET») MEKIAY KOMILJIEMEHTApHBIMU OCHOBAHMSI-
mu G:::C, Hapymas ctpykrypy JHK n mHrnoupys permkanuio 1 TPaHCKPUIILIMIO.
M36uparebHOCTb AEHCTBUS 9TUX MTPENapaToOB HEBEIMKA 1 OCHOBaHA Ha TOM, YTO OMy-
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XOJIEBbIE KJIETKU, KaK MPaBUJIO, YacTo JEJITCS, U UX MeMOpaHa 6oJjiee NpoHuliaema,
YyeM y KJIeTOK HOpMaJIbHbIX TKaHel. B To ke Bpemsi 9Tu mperaparbl TOKCUUHBI IS
OBICTPOAEJISIIIMXCS KJIETOK OpraHM3Ma: CTBOJIOBBIX KJIETOK KPOBETBOPHOI CUCTEMBI,
KJIETOK CJIM3UCTOM 000JIOUKU XKeTyAKa U KUILIeYHUKA, (DOJTMKYJIOB BOJIOC.

B sieyeHun OHKOJOTMYECKUX 3a00JI€BAHUI UCTIONB3YIOT TAKXKE AJKUJIMPYIOLIMe
npenaparsl: MeJidaaH, HUCIUIATUH, HUKIogochaMul, KOTOpble B3aUMOIEHCTBYIOT
¢ azotuctbiMu ocHoBaHusMu JJTHK, o0pa3yioT BHYTpr- U MeXIIeTIOYeUHbIE CIIMBKHI
1 HapylIaloT periMKaluio.

AHTUOaKTepUaIbHbIe MapernapaTbl pa3HOOOpa3Hbl U MOTYT UHTUOMPOBATH Y MPO-
KapHOTOB JII00OH U3 MATPUYHBIX OMOCUHTE30B.

Tax, BBICOKOAKTUBHBI B OTHOLLIEHWU OOJIBIIMHCTBA TPAMOTPULIATEIbHBIX U HEKO-
TOPBIX TPAMITOJIOKUTEIbHBIX OaKTEpUli AHTHOMOTHUKH U3 ceMeiicTBa (DTOPXMHOJIOHOB:
HopdIoKCallMH, HUIPOMIOKCALIMH 1 AP. DTU IIpernapaTbl HapylIaloT PeIUIMKAIAI0
U aBJsioTcsl MolHbIMU mHruouropamu JIHK-rupaser (pepmeHTa, aHAJIOTMIHOTO
TOIMOM30Mepa3aM BYKapUOTUUYECKUX KJIETOK), OTBeYalollleil 3a cynepcnupain3alnnio
U pacKpyyrMBaHUe KoJblieBoi 6akTepruanbHoil JJTHK.

K uHruoutopaM TpaHCKpUMLMUK OTHOCSITCS AHTHOMOTHKH U3 cemeiicTBa puda-
MUIMHOB. OHU CBS3BIBAIOTCS C B-cyObenuHulieil 0akrepuanbHoil [JJHK-3aBucumoit
PHK-nonumepassl ¥ NPensSITCTBYIOT MHUUMALMKU TPAHCKPUIILMU. AHTUOMOTUKM
9TOM TPYIIbI UCTIONb3YIOT B JIeUEHUHN TyOepKyJie3a, Tak KakK OHU CIieliM(pPUUHbI U He
BJIMSIIOT Ha paboTy siaepHbix PHK-nonuMepas y yenoseka.

[eiicTBre OOMBIION IPyMITbl aHTUOMOTUKOB Pa3HbIX KJIACCOB HAIpaBJIeHO HA UH-
ruOMpOBaHKE TPAHCIISLIMU Y TIPOKAPUOTOB. Bce OHU MCTIONBb3YIOTCS B MEAULIMHCKOM
MpaKTUKe KaK aHTUOaKTepralbHbIC IMpernapaThl. Tak:

e CTPEeNnTOMMIIMH WHTMOMPYET MHULIMALIMIO CUHTE3a Oejika B KJeTKaX IMaToreH-
HO# MUKPOMJIOPHI 1 BHI3bIBAET OLIMOKMU B MIPOUYTEHUU UH(POPMALIUKY, 3aKOIM-
poBanHoit B MPHK;

e TEeTPAUMKJIUHBI CBSI3bIBalOTCS ¢ 30S-cyObeauHUIIEH M MPEnsTCTBYIOT MPUCO-
enuHeHuto aa-TPHK B A-11ieHTp prbocoMbl, Hapyllas MpoLecC 3JOHTaL1K;

e JIeBOMMIIETMH IIpucoeaunHsercs K 50S-cyobeauHuiie puobocoMbl U MOAABISIET
MenTUAUATpaHC(hEepa3HYIO Peaklnio;

® 3PUTPOMUIUH TakKe npucoeaunHsercs K 50S-cyobenHuie pudocoMbl U UHTH -
OupyeT TpaHCJIOKaI1IO.

B oTaiMure oT MHTMOUTOPOB PEIIMKALUU aHTUOAKTepUaIbHbIE TTpernapaTbl OTJIU-
YalOTCS BBICOKOW M30MPaTEeIbHOCTBIO M CPABHUTEIBHO Majlo TOKCUYHBI LT YeJl0oBe-
Ka. DTO 00BSICHIETCS CYLIECTBEHHBIMU pa3inuusiMu B cTpykrype PHK-nonumepas,
PHK u 6enxkoB pubocoM y Ipo- 1 3yKapHuoOTOB.

Bupycbl 1 TOKCMHbI — UHFMOGMUTOPbI MaTPUYHbIX CUHTE30B

y 3yKapuoToB

TeueHne MHOTMX BUPYCHBIX MH(EKIIUI COMPOBOXIACTCS TMOEIbI0 3apakeHHBIX
KIJIETOK. Honaz[aﬂ B 3YKaApMOTUYCCKHE KIICTKN, BUPYCHI ITPCKPAIIAIOT CUHTE3 HYKJIC-
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WHOBBIX KMCJIOT M OEJIKOB, XapaKTePHBIX 11 TaHHOTO OpTraHM3Ma, U TIepeKIIoyaloT
(hepMeHTHBIE CHUCTEMBI U 9HEPTETUIECKIE PECYPCHl Ha BOCIIPOM3BEICHNE BUPYCHBIX
gacTull. [1poayKims BUpYCHBIX YaCTUI] UACT BIUIOTH IO THOETN 3apaXkeHHOM KITETKH.

[TpuuunHoOit rMbenu e Mpu oTpaBieHUN Oeiol roraHKoi Amanita phalloides
SIBJISIETCSI TOKCUH — O.-AMAHUTHH, KOTOPBI CONEPXKUTCS B TeJie rpubda 1 BbI3bIBAET
HeoO0paTUMYy0 TUCGYHKIIMIO TTeYeHU U MoYeK. TOKCUUYHOCTh COSAMHEHUST 00YCI0B-
JIeHa ero cnocoOHocThio mHruouposath PHK-monumepassl, npexnae Bcero PHK-
nommMmepasy 11, katanusupyromyio cunte3 MPHK.

DHTepoToKCUH Bo3oyautenst audrepuun Corynebacterium diphteriae nHruoUpyeT
CUHTEe3 0eJIKOB B KJIETKaxX CJIM3UCTON 000JOUKM 3eBa U FOpTaHU, YTO 00ycaaBIMBa-
€T Ype3BblYaliHO TsKesoe TeueHue 001e3HU. B nuToriasmMe KieToK Moj BIAUSIHUEM
MPOTEOJUTUIECKUX (PEPMEHTOB TOKCUH pacllerisieTcs Ha aBa ¢parMeHTa, ONUH U3
KOTOpbIX sABjsieTcss AID-pubosunrpaHcdepasoit. ITOT pepMEHT KaTaau3upyeT pe-
aKIINIo:

EF2 + NAD — AII®-pu6osmn-EF2 + nukotunamug + H.

Cyb6cTpaToMm peakiiuu siiasietcs haktop ayoHranuu EF2, monudukaiius kotopo-
ro HapylllaeT TpaHCIOKalUo pudoCcoM, MpekpallaeT OMOCUHTE3 OEJKOB B MH(UIIU-
POBaHHBIX KJIETKAX U BbI3bIBACT UX THOEb.

HuTepdeponnbl KaK NPOTHUBOBUPYCHbIE, TPOTHBOONYXO0JIeBble H HUMMYHOCTUMYJIH-
pywome npenapatsl. MIHTephepoHbl — HeOObIMe OSNKM TJIMKOIIPOTENHbI, CEKPe-
TUPYIOIIMECS HEKOTOPHIMU KJIETKAMU MO3BOHOYHBIX (Makpodaramu, B- u T-mumdo-
uTamu, hudpodsactamu). CBSI3BIBASICH C PELIETITOPAMU Ha IJlTa3MaTUIeCKO MeMOpaHe
3apaKE€HHBIX KJIETOK, OHU MHAYLIMPYIOT CUHTE3 OJIKOB U (DEPMEHTOB, CITOCOOHBIX pa3-
pymiatb MPHK BupycoB 1 mpekpaiiaTh CUHTE3 0eJIKOB Ha prudocoMax.

NurepdepoHsl:

e UHIYLMPYIOT CHHTE3 (PpepMeHTa, KaTaJu3MpPYIOLIEro 00pa3oBaHUe KOPOTKUX
onuroaaeHuIaToB: 2°,5 -omuro (A), Koropsle aktuBupyoT PHKa3y. [Tocnennsis
pacieruisier MPHK u pPHK, HeoOxoaumble 115t 00pazoBaHusi BUPYCHBIX O€J1-
KOB;

e CTUMYJUPYIOT CUHTE3 IMPOTEeMHKWHAa3bl, KoTopas dochopuiupyeT GakTop
uHMLMaluu TpaHcasuuud IF2, B pesynbrate CUHTE3 OCIKOB B 3apaK€HHBIX
KJIETKaxX OCTaHaBIMBAETCS;

e TIOBBIIAIOT (harolMTapHyO0 aKTUBHOCTh MakKpodaroB u yCuanBaloT creuudu-
YecKoe IIUTOTOKCUYECKOe IeCTBUE TMM(MOIIMTOB Ha KJIETKU-MUILIEHU.

3.7. Perynauuna 6uocnHresa 6enkos

KoHuenTpanus MHOTUX OEJKOB B KJIETKAaX HEMOCTOSTHHA UM MEHSIETCS B 3aBU-
CUMOCTH OT M3MEHSIONINXCS YCIOBUI OKpYyXalolieil cpeanl. Perymsaimnsa cuHTe3a
1 pacraga 6eJIKOB MOXKET OCYLIECTBIISATHLCS Ha JII000M CTaauu peaan3aluu nHGop-
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Puc. 3.22. Perynauua peanvsauumv reHeTnyeckon nHdopmaumm B GeHOTUNMYECKYIO.

Mpouecc peanun3aummn MHGOPMaLIMM MOXKET PEFYNMPOBATHLCA Ha 3Tanax: 1 — TpaHcKpunumm; 2 —

MOCTTPaHCKPUMLUMOHHBIX MoauduKaumin; 3 — TpaHcnopta MPHK 13 agpa B yutonnasmy; 4 —

NPOJOMKUTENbHOCTU »KM3HW MPHK; 5 — TpaHcnAumMmn; 6 — NOCTTPaHCIALMOHHBIX NPeBPaLLeHNIA
MONMMNENTMAHbIX Lienen; 7 — NpofoMKUTENbHOCTU XKI3HM 6enka

Malluu, cojepKallleicss B CTPYKType reHa, HauuHasl OT U3MEHEHHUs] KOJIuuecTBa
TeHOB, UX TPAHCKPUIIIIMU U KOHYAsl oOpa3oBaHMeM QYHKIMOHAJbHO aKTUBHOTO
oenka (puc. 3.22).

B nipo- 1 sykaproTudeckmnx KjieTkax 00HapyKeHbI OJIKM TPeX TUIIOB:

1) KOHCTUTYTUBHBIC, MPHUCYTCTBYIOIINE B KJIETKAX B ITOCTOSTHHBIX KOJIMYECTBAX
HEe3aBHUCUMO OT YCJIOBMIA CyILIECTBOBaHMSI OpraHu3Ma. DTo 0eJKU «I0MalIHero
XO3SICTBa», KOTOPbIe 00ECIeUrBAIOT XXU3HECTOCOOHOCTh KJIETOK ((hepMeHThI
OMOJIOTMYECKOTO OKMCIeHUs, cuHTe3a ATdD, MeMOpaH M HYKJIIEMHOBBIX KMC-
JI0T);

2) MHIyIMpPYyeMble, MX KOHIEHTPALIMS MOXET BO3pacTaTh B IECITKHU MU THICSTIN
pa3 Ipu BO3HUKHOBEHUHU TTOTPEOHOCTH KIIETKHM B 3TUX OeJIKaxX;

3) pernpeccupyemble, CKOPOCTb CMHTE3a KOTOPBIX MOXET WHIMOMPOBAThCS TMpU
CHVXKEHUU MOTPEOHOCTU KJIETKM B COOTBETCTBYIOIIMX OeIKax.

Haubonee pacnpocTpaHeHHbBIM MEXaHU3MOM PEryJsSIUM CUHTE3a OEJKOB SIBJISI-
€TCSl PEeTYJISALMS TPAHCKPUIILIMU, KOTOpasl OnpenessieT ypoBeHb 9KCIIPECCUr TeHOB.
B meraisix 3ToT MeXaHM3M ObLT U3y4eH Ha OAKTEPHUSIX, XOTSI M BYKapUOTUIECKUE KIIeT-
KU UCITOTb3YIOT TOT K€ TIPUHIIHIL.

Perynauunsa skcnpeccvv reHOB Y NPOKapunoToB. Teopusa onepoHa

B 1961 . ipu McclienoBaHUY MHIYKIIMY CUHTe3a (hhepMeHTa — [3-ralakTo3uaa3bl, yua-
CTBYIOILIETO B pacIlleIJICHUM JJAKTO3bI B KJIeTKax E. coli, ObLIO yCTAaHOBJIEHO CJIAyIOIIee:
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Korna kietku E. colipactyT Ha cpene, coiepKallei III0K03Y, TO B HUX COAEPKUTCS MEHEE
10 Monieky B-ranakro3uaasbl Ha KiIeTKy. Eciu xe B cpenie BblpalliiBaHUsI [JIIOKO3Y 3aMe-
HUTb Ha JIAKTO3Y, TO Yepe3 HECKOJIbKO MUHYT HAOII01aeTCsl MHAYKIHS CHHTE3a 0eJIKOB,
U KOHILIEHTpaLMsl (bePMEHTOB YTUIM3ALIMY JJAKTO3bl YBEJTUUMBAECTCSI B COTHU Pas.

DT0 sBJIeHUE 00BsICHWIA TeOpHsl ONEpoHa, JoKa3aBlas, 4yTo Ha Mojekyne JHK
MOXHO OOHapyXHuTb YYacTKM — OINEPOHbI, KOTOpbIE coAepXaT WH(MOpMAlUIO O
rpynire GpyHKIMOHAIBbHO B3aMMOCBSI3aHHBIX CTPYKTYPHbIX O€JIKOB U PETYJISITOPHYIO
30HY (Y4aCTKM oOIlleparopa M TeHa peryjsitopa), KOHTPOJUPYIOLLYIO TpPaHCKPUII-
LIMIO 9TUX TEHOB. DKCIpPECCUs] CTPYKTYPHBIX T€HOB OIPEAeISIETCs CIOCOOHOCTHIO
PHK-nonumepasbl CBSI3bIBATLCSI ¢ TPOMOTOPOM, PACIOJIOKEHHBIM Ha 5’-KOHIIE OIle-
poHa. I[lpucoenuHeHue dbepMeHTa 3aBUCUT OT omepaTopa, yuyactka JHK, koTopsiit
HaXOAMUTCS PSZIOM C IPOMOTOPOM M JaXe YaCTUYHO C HUM NepeKpbiBaeTcs. Orneparop
MOXKET CBSI3BIBATHCS C 0EJIKOM-pPenpeccopoM, KOTOPBLI CHMHTE3MpPYeTCS B KIIETKE
C MOCTOSIHHOM cKopocThio. CTtpoeHue Oenka-pemnpeccopa kKomupyeT MPHK, tpanc-
KpuOupyemasi C reHa-peryjasiTopa, pacrojloXXeHHOTO Ha OIpeaeIeHHOM PacCTOSTHUU
OT orfepoHa, paboTy KOTOPOTro OoH KoHTpoJjupyeT. Eciau Genok-penpeccop mpuco-
eauHsiercd K oneparopy, To PHK-nonuMepasa He MOXeT cBS3aThCsl ¢ TIPOMOTOPOM
U TPAHCKPUMLINS CTPYKTYPHBIX TEHOB HE UIIET. besku, y4acTBYIOLIWE B YTUJIU3ALUU
JIAaKTO3bl, MPAKTUYECKU HE CUHTE3UpytoTcs (puc. 3.23).

Korna B cpenie nosiBisieTcsi HHAYKTOP — JIAKTO3a U MPUCOEIUHSIETCS K OeIKy-pe-
Mpeccopy, TO MOCAEeAHUN U3MEHSIET KOH(OPMALIUIO U TePSIeT CPOICTBO K OrepaTopy.
PHK-nonumepasa cBsI3bIBa€TCSI C IPOMOTOPOM, CTPYKTYPHBIE T€HbI TPaHCKPUOUPY-
I0TCSI, CUHTE3UPYETCS OJIHA MOJUIMCTPOHHAsa Mojekyra MPHK, conepxamas vH-
dopmarmio o Tpex 0enkax: B-ragakTo3uaase, nepMease v rajakTo3uarpaHcaleTuia-
3€, HEOOXOAMMBIX JUTS YTUJIM3AlUU JJAKTO3bl KIETKAMU.

ITpu peryasuuu ornepoHa 1Mo MeXaHu3My perpeccuu (Hampumep, TMCTUIUHOBBIM,
TpUNTO(MAHOBBIN WM U30JEHIIMHOBBIN OMEPOHBI) OEJIOK-pernpeccop B KJIeTKaX, Bbl-
palieHHbIX Ha cpene, coaepxaieit NH,CL B kauecTBe eIMHCTBEHHOIO UCTOYHUKA
a30Ta, HE UMEET CPOJCTBA K ornepaTopy. TpaHCKpUOUPYIOTCI CTPYKTYPHbIE T€HBI OTle-
POHOB, KOTOPbIE KOAMPYIOT (PEPMEHTHI, HEOOXOAUMBIE JUISl CHHTE3a 3TUX AMUHOKUC-
Jiot. Koraa B cpeny KyJbTUBMPOBaHUS J00ABISIOT KOpenpeccop — aMMHOKHUCIIOTY, 3a
CMHTE3 KOTOPOU OTBEYAET OAMH M3 3TUX OMEPOHOB, TO OHA CBSI3bIBAETCS C OEJIKOM-
peripeccopoM. O6pa3syeTcsl KOMIUIEKC 0eJ0K-penpeccop—Kopenpeccop, KOTOPHIit
MpuodpeTaeT CPOACTBO K OMepaTopy, CBSI3bIBAETCSI C HUM U TPAHCKPUIILIUSI CTPYKTYP-
HBIX T€HOB npekpanaetcs. [I[puHIMN PEryJsiivy Mo MEXaHU3MY PENPECCUN CXONEH
C peryjasuueid mo MexaHu3My MHAYKIIMU, TaK KaK CUHTE3 (PEPMEHTOB UAET TOJbKO
TOrJa, KOrJa OH HEOOXOAUM /11 BbBKMBAHUS KJIETKU.

Perynsaumna skcnpeccmn reHoB Y 3yKapuoToB

B opranusme uenoBeka umeetcst 6oaee 200 pasivyUHBIX TUIOB KJIETOK, CYIle-
CTBEHHO Pa3/IMYAIOLIMXCS MO CTPYKTYype U (DYHKIMIM, XOTSI KOJUYECTBO U CTPYK-
typa JHK B HuX npakThuecku oarMHakoBa. PazHoe KoJM4ecTBO U HabOp OEJIKOB



100 Brionornueckas xumms

lew- MpomoTop CTPYKTYPHBIE FEHb:
PEryIATOR | Ona?a'rup Py

1
PHK 5" & HK

nonumepasa ‘...’

i I B =TT 7T T e ]

4' : Tpasckpunuma 3abnokuposana
—
MPHK
Benok-pen
a0l PHK-
1+ WHOYKTOP (naxvosa) rBincpass
RHK €

| = il i g ¥ | & ]
¢ 'L MPHE

HPHK HeakTvaH bu?t ,L

E—1 penpeccop

WHOYKTOP E— HeTALMAS
i
v v ¥

MNepmeasa ThoranakToau:
TanakToanaasa nakToabl TRaHCALsTHNAsa

Puc. 3.23. CtpoeHue 1 GyHKLMOHMPOBAHME NaKTO3HOTro onepoHa E. coli

B nuddepeHINPOBAHHBIX KJIETKAX Pa3JIUUYHbIX TUIIOB BO3ZHUKAET OJarogapsl cyle-
CTBOBAHUIO:
e MEXaHM3MOB CTAOWJIBHOW pemnpecCHH TPAHCKPHUIIMH OITHUX TEHOB W IIPOYTE-
HUsl (3KCMPeCcCuu) ApYruxX Ha MPOTSKEHUU BCEeil XU3HU OpraHu3ma, Mpuuem
B Pa3HbIX TKaHSIX CTAOWILHOM perpeccuu MoJaBepraloTcsl pa3Hble TeHbI;
® AJANTHUBHOM Perysmun, odecreurnBarolleil MpucnocodIeHue OpraHu3mMa K Me-
HSIFOIIMMCS YCIOBUSIM BHYTPEHHEH 1 BHEIITHE Cpe/ibl.

Ha onpeneneHHbIx ctagusax nuddepeHIMPOBKHU OT TaMeT A0 BO3POCIOT0 COCTOS-
HusT Bce reHbl MoJieKyJibl JIHK B pazHble ieproabl BpeMEeHU U B ONPee/IEHHOM TTocie-
JIOBAaTEJIbHOCTU 3KCIIpeccupyloTcst. OgHako B muddepeHMPpOBaHHBIX KJIETKAaX XpO-
MaTHH TIPUOOpeTaeT TaKylo YKJIAIKYy, YTO OcTaeTcs HeGobIoe yrciio reHoB (5—10%),
CIOCOOHBIX TPAaHCKPUOMPOBAThCsl. B reHOMe pasinyaroT ydacTKU reTepoxXpoMaThHa,
B kKoTophix JIHK ynmakoBaHa oyeHb KOMITAKTHO M HE TPaHCKpUOMpYeTCsl, U yJaCTKU
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3yXpPOMATHHA, UMeEIoIIMe 0ojiee PBIXIYIO YKIAAKy M CIIOcOOHBbIe CBsi3biBaTh PHK-
rojmMepasy. B pasHbIX TUIAX KJIETOK B 00JIACTh 3yXpOMAaTUHA MOMAJAIOT pa3HbIe TCHEL.

Crolikasl pernpeccusi FTeHOB B ydyacTKax reTepoxpoMaTtrHa odecreunBaeTcs:

e BbICOKOKOHJEHCHUPOBaHHBIM cocTosiHueM JJHK;

e METWIMpPOBaHUEM Ae30KcuuutuauHa B 5°- —CG- 3’-mociaenoBaTebHOCTSIX
JHK (3Ta Mmogudukaiys u3MeHseT KOH(pOopMaluIo XpoMaTUHa U IIPEISITCTBY -
€T TPAHCKPUIILIUHN ),

e CBSI3bIBAHMEM C TMCTOHAMU U 00pa30BaHUEM HYKJIEOCOM.

B o6nactu syxpomatuHa Ha JIHK pacrnionoxeHsl TpaHcKpubupyembie reHbl. Jist

9TUX 00J1acTell XapaKTEepHO Clleaylolllee:

e OHU 0oJiee YyBCTBUTENbHBI K AeiicTBuIo JIHKa3, ueM ocTanbHbIe y4acTKU;

e MOJIEKYJIbl TUCTOHOB B HUX MOAUDULIMPOBAHBI MyTeM METUJIMPOBAHUS WA
alleTWIMPOBaHUs aMuHOrpynn paaukanoB JIuz u Apr, a octatku Cep docdo-
PUIIMPOBAHBL. DTO CHUXAET CYMMApPHBIN MOJIOKUTEBHBIN 3apsiaa TMCTOHOB
M ocIabIIsieT CcBsI3b HyKJIeocoMHoro Kopa ¢ JIHK.

Perynsitiust TpaHCKpUIILIMK OTIpefesisieT Habop M KOJIMYECTBO OEIKOB B KJIETKE.
Ha monekyne sykapuoruueckoii JJHK Ha pasHOM paccTOSIHUM OT CTapTOBOIM TOUKU
TPAHCKPUITIUM KaXI0ro TeHa UMEIOTCS KOPOTKHUE Clielin(pruuecKue ImocaeaoBaTe/lb-
HOCTHU, KOTOPbIE YYAaCTBYIOT B peryJisiliuu dKcrpeccuu reHoB. K atum yuactkam JTHK
MIPUCOETUHSIOTCS peryasiTopHble 6enku. Ecinu nmpucoennHeHne 6eJIKOB K PeryJisiTop-
Homy yuactky JIHK yBenuuuBaet (MHIyLIMPYET) CKOPOCTb TPAHCKPUIILIMU, TO TaKUE
YUacTKM Ha3bIBAIOT IHXaHCepaMu (enhancer — YCUJIWTENb), a €ClIM 3aMemsieT (pe-
MPecCUpyeT) TPAHCKPUIILIMIO, TO UX HA3bIBAIOT cailjieHcepaMu (silencer — TyLIUTEND).
O1u peryasitopubie yyactku JJTHK moryt:

e ObITh OpMeHTUpPOBaHbI Ha MoJjiekyiie JIHK B 1000M HampaBieHUN;

e CBSI3BIBATHCS C OJHUM MJIM HECKOJBKUMU PETYIITOPHBIMU OCIKaMU;

e pacriojlaraThCs Mepe WK Mocje TeHa, SKCIPECCUI0 KOTOPOTO OHU PETYJIUPYIOT.

Oo6sacTb, obecrieunBaroasl peryyasiiyio 9KCIPecCur FeHOB, BKIIOYAeT MPOMOTOP-
HbI y4acTOK M JOMOJHUTENbHbIC PEryJSITOPHBIC IOCICAOBATEIBHOCTU, B KOTOPbIE
BXOJST 3HXAHCEPbI, CalJICHCEPhl, TOPMOHOUYBCTBUTE/IbHBIE YYaCTKU, TTOC/IEAOBATE/Ib-
Hoctu GC, CAAT u np. benku, csasbiBarommecs ¢ JIHK B aTux yyacTtkax, Ha3bIBaloT
crieLIM(UIEeCKUMU PETYISTOPHBIMU OesikaMyt. OHU BIUSIIOT HAa CKOPOCTh TPAHCKPUITLIMI
T€HOB, CBSI3bIBAsICh C OeJIKaMU-TIOCPEIHMKAMU WIK KOAKTUBATOPAMM, MepelaloliuMu
CHUTHAJI Ha OCHOBHBIE TpaHCKpUILIMOHHbBIE (pakTopbl 1 PHK-nommepa3sy (puc. 3.24).

MHaykTopaMu Uy Kopernpeccopamu, CTUMYIUPYIOIIUMU WX MPETsSITCTBYIOIIM -
MU IPUCOEANHEHUIO PEryasiToOpHbIX 0eKoB K JIHK, MOryT ObITh TOPMOHBI, MIOHBI M€~
TaJIJIOB, CyOCTpaThl WJIM MPOAYKThl META0OJIUYECKUX MyTei. Y OEIKOB-PETyIsaTOpOB
MMeeTCsl TPU BaKHEHMIINX yJacTKa:

1) yyacTok, mo KoTopomMy OeJIKM B3aMMOAEHCTBYIOT C SHXaHCEpaMU UJIU CcailieH-

cepamu;

2) y4acToK, K KOTOPOMY MPUCOEINHSIIOTCSI TOPMOHbBI, MHAYKTOPbI UK KOpeIpec-
CODHI;
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Pwuc. 3.24. Perynauma TpaHCKPUNLMM y 3yKapnoTos

3) y4acToK, B3aMMOJEICTBYIOIINI C TPAHCKPUIIIMOHHBIMU (paKTOpaMu U U3ME-
HsIIOLIMU cpoacTBo mpomoTopa Kk PHK-nonnmepase.

OnpeneaeHHOE 3HaYEHUE B PETYJISILIMM COCTaBa U COAepXKaHUS OEIKOB B KJIeTKaxX
UMEIOT TMOCTTpaHCKPUIIIMOHHBIE MpeBpauieHus: npe-MPHK B mpolecce anbrep-
HATUBHOTO CIIalicuHra, uaMeHeHue cradbwibHocT PHK B pasHble mepuonbl XKu3-
HU KJIeTKu. OmnucaHbl MPUMEpPhl BIUSIHUS (PAKTOPOB CpeJbl Ha CPOJICTBO PUOOCOM
K MPHK, noctrpaHcassuroHHble MOAM(UKALIMY ITOJUIIETITUIHBIX LIeTel 1 M3MeHe-
HUS TPOJOJIKUTEIbHOCTH XXKU3HU OEJTKOBBIX MOJIEKYJI.

KoaunyecTBo cuHTE3UpyeMbIX O€JIKOB 3aBUCUT TaKXKe OT MU3MEHEHHSI KOJIMYecTBa
CTPYKTYPHBIX reHoB. Y1CJ10 KOMUii OTACIbHBIX TEHOB MOXET Bo3pacTaTh (aMminu-
HUPOBATHCA), €CJIM BO3HUKAECT HEOOXOAUMOCTh YBEJWYUTh CUHTE3 OMpeAeIeHHOTO
reHHOro TpoaykTa. Tak, B OTBET Ha MOBBIIIEHUE KOHIEHTPALIUM TSIXKEJIbIX METAIIOB
B KPOBU B TKaHSX IPOMCXOMUT aMIUIM(MUKAIMS TeHa MeTalIoTMoHenHa. [1pomykT
9KCIPECCUU BTOTO TeHa — HMU3KOMOJIEKYJISIPHBIN 0e/I0K, CHOCOOHBIN CBSI3bIBATH TSI -
JKeJIble METaJLJIbl: MeJlb, PTYTh, KQAMWM, IMHK U JIP., U 3alMILIATh KJIETKU OT OTpaBJe-
HUsI OTUMU BellleCTBaMMU.

Bcerpeuatores ciyyaun yTpaThl reHETUYeCKOro Marepuaina. OHY OTMEUaroTcs B Po-
ecce oopaszoBaHust B-muM@GOLINTOB pa3HbIX KJIOHOB M KJIAcCOB, B mpoiecce nudde-
PEHIIMPOBKM KJIETOK KPOBETBOPHOM CHCTEMBI M 00pa30BaHUs IPUTPOLIMTOB, KOTIa
MIPOMCXOINT TTOTEePsI BCETO TeHOMA 3a CUET pa3pyIIeHUS SApa 1 MATOXOHIPHIA.
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V BBICHIMX OpPraHU3MOB OOHApYKE€HBI MPOLIECChl OOMEHa, IepeMelleHs] TeHOB
BHYTPHM XpPOMOCOMBI M MEXIY XpOMOCOMaMHM, 0ObeINHEHNE TEHOB C 00pa30BaHUEM
M3MEHEHHOM XPOMOCOMBI. DTH TTPOIIeCChl Ha3bIBAIOT FTeHeTHYECKUMHU PEKOMOMHATIN -
siMmd. OHU HaOIIOAAIOTCS TTPU:

e TI0JIOBOM CJIMSIHUU SIMIIEKJIETKU U CIEpMaTO301/a;

e TIepeMElICHUM MOABMKHBIX TEHETUUECKUX AJIEMEHTOB — TPAHCIIO30HOB;

e (opmupoBaHuu B B- u T-numdounTax reHoB, KOAUPYIOIIUX T-pelentopsl

1 aHTUTENIa WA UMMYHOTJIOO0YTUHEL.

3.8. MexaHn3mbl reHeTNYECKON N3MEHUYNBOCTI.
Monumopdunsm 6enkoB. HacnepcTBeHHble 60n1e3HM

[eHoM KJIeTOK MOCTOSTHHO MpeTeprieBaeT pa3HOOOpa3Hble U3MEHEHUS, U, HECMO-
Tpgd Ha 3()(HEKTUBHOCTh MEXaHU3MOB pernapaliiy, 4acTb OLIMOOK W TMOBPEXIEHUI
B ctpykrype JAHK coxpansiercsi. Dt HepermapupoBaHHbIE U3MEHEHUSI B IIEPBUY-
Hoit crpyktype JIHK HazbiBatoT MmyrammsaMud. OHU BO3HUKAIOT B pe3yJibTaTe OIlIM-
0ok B pabore [JHK-nonumepas B xone peruiukanuu, JIHK-penapupyromux cuctem
U moj Bo3aeiicTBUEM (hbaKTOPOB BHEIIHEH WM BHYTpeHHel cpenbl. CoMaTHUuecKue
MyTallMM He HACJIEAYIOTCSI, HO MOTYT BBI3bIBAaTh Pa3iuMuHble (DyHKIIMOHAIbHbIE Ha-
pylieHus, TpaHchopMaluio KJIETOK U o0pa3oBaHue oItyxoJjeii. MyTanun B MoJIOBBIX
KJeTKaX IepemaaroTcs 1mo HacaeacTBy. OHM MOTYT MPOSIBIATHCS B (PEHOTHUIIE TIOTOM-
CTBa KaK HACJeACTBEHHAs 00J1e3Hb, CBSI3aHHAs C HU3KOM aKTUBHOCTBIO VUTH TTOJTHBIM
OTCYTCTBUEM OTpee/ieHHOro (pepMeHTa uiu 6enka. [eHHbIe MJIM TOYKOBbIE MyTalluU
ObIBalOT B OCHOBHOM TPEX BUIOB:

1) 3ameHsl, MPU KOTOPBIX OJTHO a30TUcTOe ocHoBaHMe B JIHK 3ameliiaetcs Ha apy-

roe;

2) BcTaBKH, Koraa B cTpykTypy AHK BHeapsieTcs 01HO WJIM HECKOJIBKO TOTOJHU -

TeJIbHbIX HYKJIEOTU/IOB;

3) Aenenuu, Uy BoIMAJAEHUS, OJHOTO WJIM HECKOJIbKUX HYKJIEOTHUIOB.

Kaxaplii Bum MyTalii BeI3bIBaeT pa3Hble (heHOTUITMUECKUE MOCaeACTBYS (TaoI. 3.4),
MyTallMy 0 TUITY 3aMEHbl U3MEHSIIOT CTPYKTYpY OIHOIO M3 KOMOHOB. B pesyssrare:

e MyTallus MOXET OBITh MOJYAMIeil, eCM TPUILUIET, B KOTOPOM HaXOMIUTCS W3-

MEHEHHBIN HYKJICOTHI, M3-3a BBIPOXKIECHHOCTH KOIa IM@pPyeT BKIIOUYCHHE

B GEJIOK TO¥1 XXe aMUHOKHUCIIOTHI, YTO ¥ MCXOMHBIN KOMOH. beTKOBBIN MPOayKT

B 3TOM CJIy4yae UIeHTUYEH UCXOIHOMY;

e MOXET MPOU30UTU 3aMeHa OJHOW aMUHOKMUCIOTHI Ha APYTYyI0 — MHCCEHC-

MyTanusi. MyTaHTHbBII O€JI0K IPU 3TOM:

— TIOJIHOCTBIO JTMOO YACTMYHO COXpaHseT (YHKIIMOHAJIbHYIO aKTUBHOCTD,
€CJTM U3MEHEeHHasl aMMHOKMCIIOTA 10 CTPYKTYpe M CBOMCTBaM HAallOMUHAET
HMCXOIHYIO (3KBUBAJICHTHAS 3aMeHa) Y HaXOAUTCS B YIaCTKe, YIAJIEHHOM OT
aKTMBHOTIO LICHTpa OeJIKa;
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— MOXET IMOJTHOCTBIO TePSITh AKTUBHOCTD, €CJIM N3MEHEHHAs aMIHOKHMCIIOTa pac-
rosaraeTcss B 00JIaCTH, BasKHOM TSI TIPOSIBIICHUS (PYHKIIMOHATLHOM aKTHB-
HOCTH OeJKa (HarmpuMep, B aKTUBHOM LIEHTPE) W/WIN OTINIAETCST TTO CTPYK-
Type U CBOMCTBAM OT UCXOJHOM (HEIKBHBAJIEHTHAsI 3aMEHa);

Bun myranumn

3amena

Monyaias —
0e3 UBMEHEHUSI CMbICJIa
KOIOHAa

MucceHc-MyTanust —
C UIBMEHEHUEM CMbICIIa
KOJOHA

HonceHnc-myranmsa —
¢ 00pa3oBaHUEM TEPMMU-
HUPYIOIIEro KOIoHa

Bcraska

be3 caBura paMku cum-
ThIBaHUSI UH(OpMAITUU

Co caBUTOM paMKu
CYNTHIBAHMS
nHGOpMaIIN

Jenenus

bes cnBura pamku
CUUTBIBAHUS
nHGOpMaIN

Co cABUTOM paMKU CUM-
THIBAHUS MH(POPMALIII

Tabauya 3.4
OcCHOBHbIE BHIbI TEHHBIX MYTAIHIA

N3menenns B CTpyKType
JHK

3amMeHa OIHOTO HYKJIEO-
THA B KOJIOHE Ha APYroi

BxitioueHre HYKJI€OTH-
noB B cTpykTypy JHK

BcraBka parmeHTa
JIHK 13 Tpex HyKJIeoTH -
JTOB WJIN C YMCIIOM HYKJIe-
OTHIIOB, KPATHBIM TPEM

BcTaBka ogHOTO MM He-
CKOJIbKMX HYKJIEOTHUIOB
B KOJIMYECTBE, HE KpaT-
HOM TpeM

BrimaneHne HyKJI€OTHIOB
U YKOPOUYEHUE MOJIEKYJIbI
JHK

BrinmaneHue parmeHTa
JAHK, cocrosiiero u3
TpeX HYKJIEOTUIOB WIIN
YyyciIa HyKJI€OTHIOB,
KPaTHOTO TPeM

Brimagenue onHoro uiau
HECKOJIbKUX HYKJICOTH -
JIOB B KOJTUYECTBE, HE
KpPaTHOM TpeM

H3menenns B CTPYKType OeJka

benok He n3MeHeH

IIpoucxonut 3aMeHa OMHON aMHUHO-
KHUCJIOTBI Ha IPYTYIO

CuHTE3 IENTUIHOM 1IeTIN MpephbiBa-
eTcs1, 0eJI0K YKOpauMBaeTcsl Ha OTHY
WY HECKOJIBKO aMUHOKUCIIOT

VinuHeHue TTOIUIENITHIHOM LN
Oenka

[TponrcxomuT yImjuHEeHVE TTOJIATICTI-
TUIHOM LIETH OejTka Ha OTHY WU
HECKOJIbKO AMUHOKHUCIOT

beok 3a MecToM MyTalli UMEET
«CITy4aiHy10» MOCIEe10BaTEIbHOCTD
AMUHOKUCJIOT

VKkopoueHue Oeka

[TporcxoauT yKOpOYEHUE MOTH -
MENTUIHON LIeny O6eJika Ha OIHY
WJIA HECKOJIbKO aMUHOKUCIIOT

benok ykopaunBaeTcsi, HO 3a Me-
CTOM MYTallU UMEET «CIYIaitHYIO»
MOCIeI0BATETbHOCTh AMUHOKHCIIOT
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— OOBIYHO MMCCEHC-MYyTaIusl aej1aeT 0eJioK MeHee 3(p(PeKTUBHBIM, HO B €11~
HUYHBIX CIyJassX MOXKET YIyJIIaTh ero (GpyHKITUIO;
e MOXET BOBHUKHYTb ONUH U3 TepMuHUpywoiux kogoHos: UAA, UAG, UGA —
HOHCEHC-MYTaInMs, B pe3yjibraTe CUHTE3 Oej1Ka MpeKpallaeTcs Ha 3TOM KOJIOHE
1 00pasyeTcsl YKOpoueHHbI 6e10K. DyHKIMOHAIbHASl aKTUBHOCTh MyTaHTHO-
ro Gejika MOXXET BapbMPOBATh B IIIMPOKHUX Tpeaeax U OyaeT 3aBUCETh OT MecTa
MyTall¥ B TEHE.
Jleneuuu v BCTABKM JAIOT TaKXKe HEOJHO3HAUHbBIE PE3y/IbTaThl:
e eCJIM BKJIIOUAETCs WM BbINagaeT oAuH Hykieotua uiu ¢pparmeHT JIHK ¢ uuc-
JIOM HYKJIEOTUJOB, HE KPaTHBIM TPEM, TO TPOUCXOAUT CABUT PAMKU CUMTHIBA-
HUSI MHGOPMALIMK, T.€. MPU TPAHCSLIMU BCs MH(GOpMaLKs, pacioaoXeHHast
3a MECTOM MYTallMM, 4ynuTaeTcsl HeBepHo. CUHTEe3upyeTcs 0eI0K, KOTOPHI,
HauyMHas ¢ MeCcTa MyTalluu, UMEET CIyJaiiHyI0 MOCIeN0BaTeIbHOCTh aMUHO-
KHCIIOT;
e 1pu BbinageHuu wiu BkaoueHuu B JIHK yyactka ¢ piuHol 1enu, KpaTHOM
TPEM, CIIBUTa paMKU CUUTBIBAaHUSI MH(MOPMALIMU HE TIPOUCXOIUT (AesIelns WIn
BCTaBKa 0e3 CABUIAa PaMKHU CUMThIBaHUST MHGbOopManuu). CUHTE3UpyeTcsl YKO-
POYEHHBI MPU AeJCLIMY WIN YIUIMHEHHBIN MPY BCTaBKE MYTaHTHBIN OCJIOK.
BonbIIMHCTBO KJIETOK YeloBeKa MMIIOMIHBI, T.€. OHM COIAEpXKaT JBE KOITUU
KaXIIoil XpOMOCOMBI (TomMonormyHbie XxpoMocoMbl). B JIHK kaxmoir XxpoMOCOMBI
cofiepXKuTcst 6ojiee Thicsauu TeHOB. COOTBETCTBYIOIIME APYT IPYTy T€HbI B TOMOJIO-
TUYHBIX XPOMOCOMAax Ha3bIBAlOT aJUIeJIAMM: €CJIU CTPYKTYpa ajljiejieill uIeHTUYHa, TO
ux 0eJKOBbIE MPOAYKTHI OYAYT TaKXKE UACHTUYHbBI, & UHIMBUIYYM, UMEIOIINI TaKue
ajuieny, OymeT TOMO3MIoTeH 10 TaHHOMY Mpu3Haky. B pesynbraTe myTauuit u pe-
KOMOMHAIIMI B CTPYKTYPE OMHOTO M3 ajuleieil MOTYT BOSHUKHYTh paznnunsd. Eciau
y 4eJ0BeKa MMEETCs JBa Pa3HbIX ajlielisl OIHOTO TeHa, TO TOBOPSIT O reTepO3UroTHOM
HacJIeIOBAaHUU 3TOTO reHa. B momynsiuiuuy Jioofeil MoXeT CyllecTBOBaTbh OTPOMHOE
MHOECTBO BAapMaHTOB OJHOIO aJlJiesisl, XOTsI KaXblii OTAEJbHbI Ye0OBeK HacJse-
JIyeT TOJIbKO JBa. bekoBble MPOAYKThI, 00pa3yIoIIuecs MPY IKCIPECCUU BAPUAHTOB
OJHOTO U TOTO e reHa, Ha3bIBaloT moaumMopdamu. [TornMopdHbIe 0K MOTYT pa3-
JIMYaThes 10 GYHKIMOHATBHON aKTUBHOCTH. [losiBIeHNe BapraHTOB C CUITbHOCHM -
KeHHOU (PYHKIIMOHAJIBHON aKTUBHOCTBIO WJIM TTOJTHOCTHIO HEAKTUBHBIX ITPUBOIUT
K Pa3BUTHIO HACJEACTBEHHbIX OoJie3Heii. Tak, medekT B CTPYKType TeHa THCTHIA-
3bl, KaTAIM3UPYIOLIEN 1e3aMUHUPOBAaHUE TUCTUAMHA, BbI3bIBA€T HAKOIUICHUE 3TOM
AMUHOKHCOTHI B KPOBU M Pa3BUTHUE HACIEACTBEHHOUN MATOJOTUM — TMCTHAMHEMHUH,
KOTOpasl MPOSIBISIETCS HAPYIIEHUSIMUA B YMCTBEHHOM U (DM3MYECKOM PA3BUTHUU Nie-
Teii. Huzkass akTMBHOCTB JII0OOTr0 13 (DEPMEHTOB, YYaCTBYIOIINX B CUHTE3€ MOUEBU-
HBI, COTTPOBOXIAETCSI CAMITTOMAaMH HAaKOTUICHUsI aMMHaKa B OpraHN3Me — THIepaM-
MOHMEMUE.

MyTaluu B KOIMUSIX TEHOB, U3BMEHEHUE MOJIOKEHUSI TEHOB B XpOMOCOME 3a CUeT
PEKOMOMHALIMI MPUBOIAT K MOSIBICHUIO HOBBIX T€HOB, KOTOPbIE KOAUPYIOT OEJIKU,
POJICTBEHHBIE NCXOMHOMY, HO OTJIMYAIOIIMECS OT HETO OTNpeaeIeHHBIMU CBOMCTBAMM.
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Tak BOZHUKIIM ceMeiicTBa POICTBEHHBIX 0€JIKOB, HATIPUMEP MUOTJIIOOMH U ITPOTOME-
PBI TeMOTJIOOMHA, TPYIITIA TIPOTEOTUTUISCKUX (hePMEHTOB (TPUIICUH, XUMOTPHUIICHH,
TJIa3MUH, TPOMOUWH U 1Ip.).

3.9. O6pasoBaHue 6e1KOB UMMYHHOI CUCTEMDbI

MMMyHHas cucteMa yesloBeKa BKJIIOYAET MOJIEKYJIbl U KJIETKU, OTBETCTBEHHbBIE
3a 3allUTHbIE CBOMCTBA opraHu3ma. OHU CMOCOOHBI pacno3HaBaTh U YHUUTOXATh
YY>XKEpPOJHbIE MaKpOMOJIEKYJIbl, Mapa3uTapHble OPraHU3Mbl U MYTAHTHbIE KJIETKM.
Oco0GeHHO pa3HOOOPa3HO CeMENCTBO UMMYHOIIOOYJIMHOB. Tak, B OpraHn3Me Kax-
JIOTO 4eJIoBEKa 00pasyeTcsl OKOJIO HecsaTM MWLIMOHOB (107) pasnuuHbIX aHTUTEN,
KOJIMYECTBA 3HAUUTEIBLHO OOJIBIIETO, YeM BCE OCTaJbHBIE CYILIECTBYIOIIUE OCJIKMU.
MoHoMepbl aHTUTE — NOMEHHBbIE OEJIKM, COCTOAT U3 JABYX UIEHTUUYHBIX JIETKHMX
(L) m nByx uaeHTUUYHBIX TsKeabix (H) 1emeil, coeqMHEHHBIX MEXIy COOOM au-
cynbumHbiMU cBI3sIMU. OHM UMeIOT Y-00pa3Hyo ¢popMmy. Jlerkue 1ienu BKIIo4Ya-
10T 1Ba JOMEHa: ofilH BapuadeabHsbiii (V) 1 oquH KoHcTaHTHbIl (C|), a TSKebIe:
oIVH BapuabenbHbI (V) U Tpu-yeTbipe KOHCTaHTHBIX (Cyy). PasHooOpasne aHTH-
TeJl ONpenessitioT BapuadelbHble 00J1aCTU, PACIIOJ0XEeHHbIe Ha N-KOHIIE TTOJIUMIer-
TUIHBIX LIeTIe U GOPMUPYIOLIME AKTUBHBIE LIEHTPBI 3TUX MosieKy. 1o paznnuusam
MepBUYHON CTPYKTYpbl C-TOMEHOB JIETKME LIENU MPUHAIIeXaT IByM TUIAM: K U A,
a Ha OCHOBaHUM Pa3IMUMii B CTPYKTYype KOHCTAaHTHbIX obyiacteit H-uieneit, Bxonsi-
LIKX B MOHOMEDPBI, BCE UMMYHOTJIOOYJIMHBI IEJISIT Ha TSITh KiaccoB (Tad. 3.5).

MoHOMepHbIe aHTUTENA IBYXBAJICHTHBI, T.€. UMEIOT JIBa LIEHTpa CBSI3bIBAHUS aH-
TUTreHa. B To e BpeMsl K KaxI0il Uy>KepoaHOI MOJIEKYJIe WU KJIETKe MOXET MPHUco-
€IMHUTBCS HECKOJIbKO AaHTUTEN, TAK KaK aHTUTEH COAECPKUT HECKOJIBKO AHTUT€HHbIX
JIETEPMHHAHT (YIaCTKOB, K KOTOPBIM 00pa3yloTcs aHTuTena). B pe3ynbsrare Bo3HUKA-
10T CJIOXHbBIE BbICOKOMOJIEKYJISIPHBIE KOMILJIEKCHI, KOTOPbIE BbINaaaloT B ocaaok. Ha
5TOM OCHOBaHa peaknus NPenunuTAIUHT 111 OOHAPYKEeHUSI aHTUTEHOB COOTBETCTBY-
IOIIUMU aHTUTeNaMu (puc. 3.25).

KoMmrIiiekebl aHTUTET C aHTUTEHAMU TTOTJIOLIATCS (ParolUTUPYIOLIIMMU MaKpO-
daramu 1 HelTpoduaaMu, MOCKOJBKY TTOCAEAHNE NMEIOT pelenTophl K Fc-obmactu
AHTUTEN, MO0 paclIeIgoTCd (hepMEHTAMU CUCTEMbI KOMITJIEMEHTA.

OrpomHoe MHOroobpa3sre 0eJKOB UMMYHHOM CUCTEMbl KOIMPYETCSl OTpaHUYEH -
HbIM KOJIMYECTBOM FreHETUUECKOro MaTepuaia, KOTOpblii 00pa3yeT MHOXECTBO T'eHOB
3a cyeT pekoMOMHaluii U comatudeckux mytauuii. B monexkyne JJHK oTtnenbHbie
YYaCTKM MOJUIENTUAHBIX 1LIeNeil UMMYHOTJIOOYJIMHOB KOAUPYET HAOOp CETMEHTOB.

Jlerkue (L) menu KoaupyroTcsl Tpemsi CerMeHTaMu: V-BapuadeabHbIM, J-coenu-
HsoMM U C-KOHCTaHTHBIM, a Kaxaas Tskesas (H) 1enb — 4eTblpbMsi CETMEHTAMMU:
V, D — cermenTom pasHooOpasus, J u C. KonmmyecTtBo V-CerMeHTOB COCTaBIISIET HE-
CKOJIBKO coTeH, D-cerMeHTOB y yenoBeka 15, J-cermeHToB — 4—5, a C-CerMeHTOB OT
OJIHOTO J1J1s1 ceMmeiicTBa k A0 10 17151 TSKebIX Lernei.
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Tabauya 3.5
Knaccpl mMMYHOIIO0Y/IMHOB YeJioBeKa
Knacce Tun Crtpoenue LSO XapaKTePncha XapakTepucTuka
I H-nemn Ig 1Us B KPOBH, YIJIE€BOJIO0i KOMIO- I
MT /11 HeHTbI, % oT MM
IgG Y K,Y, WIN 1000—1700 4% ITpoaykT BTopuuHOro
AsYa (1 onurocaxapua- HMMMYHHOTO OTBETa,
Hasl 11eTb) MPOXOAUT TUIALIeHTap-
HBIN Oapbep, 3alluiia-
eT SMOPHUOH OT UHGEK-
Ui
IgA a (Ay015)5_4 200 10% ITpoayKT ceKpeTOpHbIX
(2—4 onurocaxa- KeJes3, 00ecreurnBaeT
PUTHOM LIETTH) 3allUTY SMUTETUATb-
HBIX KJIETOK
IgM u (K15)5 120 18% [leHTaMephI, UMEIOT
W (5 onurocaxapua- 10 aKTUBHBIX LIEHTPOB,
(A1) HBbIX LIETIeit) 00ecreyuBaloT nep-
BUYHBIA UMMYHHBIA
OTBET Ha BUPYCHYIO
¥ OaKTepUAIbHYIO MH-
ek
IgD 1o K,0, WA 34 18% Wrparot posb penenTo-
A0, (5 onurocaxapua-  poB B-numdbouuton
HBIX IIeTIei1)
IgE > K€, WIN 0,05 18% CBsI3bIBAIOTCS C TYY-
M€y (5 onurocaxapua-  HbIMU KJI€TKaMu U 6a-

HBIX LIETIei)

30(pMIaMu ¥ CTAHOBSIT-

CA peuCIriTopaMu aHTU -
TE€HOB 3THUX KJIETOK

B 3apobliieBbIX KPOBETBOPHBIX M BCEX COMATUUYECKHUX KJIETKAX, HE CUHTE3UPYIO-
LIKMX aHTUTEN, CerMeHThI, Koaupywiime V- u C-nomensl L- u H-1eneit, pazneneHbl
MPOTSLKEHHBIMU HYKJIEOTUIHBIMU TIOC/ea0BaTeIbHOCTAIMU. B Xxome nuddepeHim-
POBKU KJIETOK-TIPEAIIECTBEHHUKOB B 3pejible B-TMMMOLIUTHI MOTHBIE TeHbl L-1iemneit
CcOoOMparoTCs U3 TPEX CErMEHTOB B pe3yjibTaTe OMHOW COMAaTUYECKOK pEKOMOMHALIUU:
onuH u3 300 V-cerMeHTOB nepeMelaeTcsi B 001acTh, HAXOASIIIYIOCSI HEITOCPEICTBEH-
HO Tepel OJHUM U3 MSITU J-cerMeHTOB, ¢ oOpa3oBaHMEM CMelllaHHOTO VJ-3K30Ha,
a Bechb yyactok JIHK mexny atumu cermeHTamu Bbipesaetcs. [Ipu dhopMupoBaHuu
noJjiHoro reHa H-1ienu nepBoHavyaabHO cOOMpaeTcsi CMellaHHbIN 9K30H U3 ABYX JIIO-
O0bix D- 1 J-cerMeHTOB B Ipoliecce NepBoii peKOMOMHALMU. 3aTeM B YYaCTOK Hello-
cpenctBeHHoO nepen DJ-3k30HOM mepemMertiaeTcst OfMH U3 VH CerMEHTOB B X0JI¢ BTO-
poii peKoMOMHALIMKU 1 00pasyeTcst moiaHbii ren H-tienmn IgM (puc. 3.26), mMOCKOJIBKY
K cMeaHHOMY VHDHJIH-3K30HY, Koaupytouiemy BapuadeabHblii fjomeH H-1ienu 6au-



108 Brionornueckas xumms

HOOC  COGH M " &.
A B <M

Puc. 3.25. CtpoeHve MMMyHOI106yIMHOB 11 KOMMJIEKCOB
aHTUreH-aHTUTeNo:

A — cTpoeHue MMMyHornobynHa-moHomepa (H — Taxenble, L — ner-
Kue uenu); NH, — KoHueBble gomeHbl H- 1 L-eneit. BapnabenbHble 06-
nacTu obpasyloT akTUBHbIe LeHTpbl; b — monekyna IgM, 5 moHomepoB
CBA3aHbl ANCYNbGUAHBIMU CBA3AMU; B — KOMNIeKCbl aHTUreH—aHTUTENO

ke Bcex HaxoauTcst Cu-cerMeHT. Jlecsite CH-CerMeHTOB KOHCTAHTHOM 001acTH coep-
2KaT MHMOPMALIMIO O CTPOEHUM IOMEHOB 3TOU 001aCTU U ONPEESIOT KJIACcChl U MO~
KJ1acchl UMMyHorIoOyInMHOB: IgM, IgG, IgA u T.1.

IMepexioueHre CMHTE3a aHTUTE C OJIHOTO Kjacca Ha JAPYroil CONMpoOBOXIAETCs
JIOTIOJTHUTEILHONM peKOMOMHALIUEN, B Mpoliecce KOTopoi ynansitorcsi CH-CerMeHThbI
MEXy TOJHBIM FeHOM BapuabenbHoro nomeHa VHDHIH u CH-001aCTbIO CUHTE3U -
pyeMoro kJjacca.

B 3penbix B-numdonurax noMMMO peKOMOMHALIMIA ITPOUCXOIASIT COMAaTUYECKUE
MyTalluM B BapuaOelbHbIX yyacTKax H- u L-reHoB UMMYHOTJI00YJIMHOB, YTO AejIaeT
MHOToo0pa3ue aHTUTE MPaAKTUYECKH HeucYepIiaeMbIM.

3.10. Ucnonb3oBaHune [JHK-TexHONoOrMm B meguymnHe

B HacTosiiiee BpeMsi MFHTEHCMBHO Pa3BUBAIOTCS] METO/IbI, TO3BOJISIIOLINE BbIACISIThH
TeHbl WJIM UX (pparMeHThl U3 TuraHTcKux Mosiekys JIHK, monyuats 60sbiiioe Koauye-
CTBO KOIIUI 3TOTO MaTepuaja U UCIOJb30BaTh €ro JIJIs1 BbISIBJIEHUS:

e MyTalUi B FreHax;

e KWHGUIMPOBAHHOCTU YeJIOBEKa OAKTEPUSIMU U BUPYCAMU;
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Puc. 3.26. O6pasoBaHune MPHK, kogupyioLeli cTpoeHre ogHol 13 H-Lenein nummyHo-
rno6ysnvHoB.

leH, KoAMpyIoLLMI OAHY 13 BO3MOXHbIX TAXKeNbIX Lienei g, obpasyeTca B pesynbTaTe ABYX Mocse-

AOBaTesIbHbIX PEKOMOMHALINIA, KOTOpble 06beANHAIOT CerMeHTbl BaprabenbHOro AomMeHa 1 npu-

GNUXKALOT X K KOHCTAHTHOMY CErMeHTY. YaneHue MUWHMX J-CErMEHTOB Y UHTPOHOB MPOUCXOANT
B XOf€ NOCTTPAHCKPUMLMOHHON MmoanduKaumy npe-mPHK.

SP — 3K30H, KOANPYIOLWMI CUTHANbHbIA NENTUA

® HOCHUTEJbCTBA TMATOJOTMYECKUX T€HOB, SIBJISIONIMXCS MPUUYMHON Hacien-
CTBEHHBIX 0OJIE3HEl, a TakxXKe IJIs1 UIAeHTU(UKALUMYU JUUHOCTU U YCTaHOB-
JICHUS POJCTBA.

C oTOMi 11e/1bI0 M3 TKaHE M KJIETOK, COAepXKallMX sapa JeHKOLUMUTOB, CAIOHBI,
MOYM, OMOIITAaTOB, TMCTOJOrMYeCKUX cpe3oB, BuiaesaoT JJHK u ¢pparmeHTupyior
C TIOMOIIBIO TUAPOJUTUYECKUX (PEPMEHTOB — pecTpPUKTa3. PecTpukTasbl y3HAIOT
orpezeIeHHbIe KOPOTKHE TIOCIeIOBATEIbHOCTU HYKJICOTUIOB (4—6 HYKICOTHIHBIX
nap) u pacuerisitoT 06e HUTH JIHK ¢ o6pazoBaHueM ABYLIEMOUYEUHBIX («CIETTBIX»)
WIN OJHOLIETIOYEYHBIX («WIMMKUX») KOHIOB. KoiuyecTBa Kaxkaoro gparmeHTa
OYEHb MaJIo, MO3TOMY HYKHBIN IS McciienoBaHus (hparMeHT MHOTOKPATHO yJBau-
BaloT (aMIIM(PUILIMPYIOT) C IOMOIIBIO IToJIMMepa3Hoi 1emHoi peakuuu (ITHP) win
B cocTaBe pekoMOuHanTHoM JHK.

PekomounanTabie JTHK — JIHK, mocTtpoeHHBIE 13 y9aCTKOB pa3HOTO TTPOMCXOXK-
nenus. Ux monydarot cienyromnmm oopazom: JIHK n3 nByX pa3HbIX MICTOYHWKOB, Yallle



110 Buonorunyeckas xumusa

OHK sekTop OHK yenoseka

° 33828  2%18d

KNoHWpoBaHHEIR BUPYE C TEHOM & KnoHupoBadHEIR BUPYT C reHoM 4

Puc. 3.27. Cxema knoHupoBaHusa [IHK B 6akTeprianbHbIX KneTKax:

1 — [HK yenoBeka 1 B1pyca, ABNAILEroca BEKTOPOM, PACLIEMNAT C MOMOLLbIO OAHON 1 TOW

e pecTpuKTasbl, obpasywollenn dparMeHTbl C «IUMKAMU» KOHLamu; 2 — dparmeHTbl 06b-

e[VHAIOTCA 3a CUET KOMIMIEMEHTaPHOrO B3aMMOAENCTBMA a30TUCTbIX OCHOBAHWIA 1 CLUMBAIOTCA

[HK-nvrasoit; 3 — nonyyaloT BUPYCbl, B COCTaB KOTOPbIX BXOAAT pekombrHaHTHble [HK, 06-

pasoBaHHble [IHK Bupyca 1 reHammn yenoBeKa, MMy TpaHCHOPMUPYIOT 6akTepranbHble KNeTKY;

4 — B npotiecce pocta TPaHCHOPMUPOBAHHbIX KIETOK MOJTy4aloT 3HaUMTESNIbHble KOMYecTBa
reHeTM4eCcKoro matepuana YefnoBeka



Pazpgen 3. CuHTE3 HYKJIEMHOBBIX KUCIIOT 1 6enKoB 111

Bcero JTHK wenoBeka n JITHK mmasmuapl (HeOoJbIIMX KOJblieBbIX Monekyn JHK,
CITOCOOHBIX aBTOHOMHO PETUTAIIMPOBAThCsS B OaKTepUaTbHBIX KJIETKax), WM BHUpYyca,
(GparMeHTUPYIOT OJHON W TOM e PEeCTPUKTA30l C 00pa30BaHUEM «JIUMKUX» KOHIIOB
(puc. 3.27). INocne neHatypaliMy MOJIEKYJI HarpeBaHUEM U TTOCIEAYIOIIEero MeUIEHHO-
ro oxyaxaeHus («orxura») JIHK peHatuBupyet, 1 HapsiLy ¢ UICXOOHBIMU MOJIEKYJIa-
MM 3a CYET WIMIKHUX» KOHIIOB IOJTYy4YaloTCsl peKOMOMHAHTHbIE MOJIEKYJIbI, COCTOSIIINE
u3 yyactkoB JIHK uenoBexka u miasmuabl (Bupyca). Oti ydactku ciumBaoT JJHK-
JIMTa30i, ¥ THOPUIHYIO IUIa3MUIy (BUPYC) BBOMST B OakTepuaabHbie KIeTKU. [1pu BbI-
palMBaHUU TPpaHC(OPMUPOBAHHBIX OAKTEPU B KYJIBTYpe 9KCIPECCUPYIOTCS «UyKHe»
TeHbI, ¥ U3 OaKTepUaIbHON MACChl MOXKHO MOJYYUTh 3HAUMTEIbHbIE KOJIMYEeCTBA MHTE-
pecyromeit Hac JIHK, MPHK u Genka.
s monydyenus pekomouHaHTHBIX JIHK xpome ¢pparmenTos JIHK, BrimeneHHBIX
U3 KJIETOK TKaHeil, ucrnonb3ytoT JHK, cMHTe3upoBaHHYIO C MOMOIIBIO 0OpaTHOM
Tpanckpuntasdsl im PHK-3aBucumoit J1HK-nommepaser. @epMeHT 10 MIPUHIIA-
Ty KOMITIIeMeHTapHOCTH Katanu3upyeT cuHTe3 JHK 13 getsipex tTHT® Ha maTpuiie
MPHK. ITpoaykr peakuun — JIHK, He cogepxkalast MHTpOHOB, B OTJIMYME OT y4acT-
koB JIHK u3 sanepHoro marepuana KieTOK 3YKapruoOTOB.
®parmenTsl JJHK 11HO B HECKOJIBKO COTEH HYKJICOTUAHBIX AP MOXHO aMILIU-
¢unmponars ¢ momoiupbio P B ycnoBusix in vitro (B ipodupke). st mpoBeaeHust
[P Hy>XHO 3HATh HYKJICOTUIHYIO TTOCIIEAOBATEIbHOCTh KOHIIEBBIX YIACTKOB (ppar-
MeHTa. B cOOTBETCTBUU C 3TUM XMMUUYECKUM MyTEM CUHTE3UPYIOT JBa MpaliMepa —
OJTHOLIETIOUYEUHBIX OJUTOe30KCUHYKIEOTUAa, cOCTOSIIUX U3 15—30 HYKIeOoTUIOB,
M1 KOMILUIEMEHTapHBIX 3’-KOoHLIaM 00enx HuTei konupyemoii JIHK-maTpuiibl.
PeakunoHHasi cMech J1sl TOJAYYEHUST KO COIEPXKUT:
o wmarpuny — JHK, BbiaeaeHHYI0 13 ccienyeMoro oopasia;
e cybctpathl — 4-¢ THT®;
e (epmeHT — TepmocTadbuibHylo JIHK-nommmepasy (Tag-mmonmumepasy);
e JIBa [paiiMepa,;
o Oydep w1 coznaHus onTuMaibHoro pH u nonsl Mg?*, asnsioimecs: KopakTo-
pom Tag-noauMepassbl.
IIpaiimepsl orpannuuBaloT yyactok JIHK, KoTopslil JoKeH ObITh aMILIA(ULIN -
poBaH. Kaxabrii muki noiaydeHust kornuii JIHK BximtouaeT Tpu craguu:
1) mnaBneHune: peaKIIMOHHYIO cMech HarpeBatoT 10 90—95 °C, IHK nenatypupy-
eT, 00pa3ysl OIHOLIEMOYEYHbIC HUTH;
2) ruopunuzanuio JHK ¢ mpaiitMepamu: teMmmepatypy cHmkaor go 50—60 °C
M TIpaiiMepbl KOMITJIEMEHTapHO cBI3bIBaloTcs ¢ HUTAIMU JHK;
3) anoHramnuo: npucoeanHeHne Taq-moanMepassl K 3’ -KOHIIAM MpaiiMepoB U CUH-
te3 JIHK B HampaBneHun ot 5’- K 3’-koHiy KomimieMeHnTapHo JHK-matpuie.
ITpouiecc aBTOMaTU3UPOBaH, MPOBOAUTCS B MPpUOOpPEe — HUKJIU3ATOPE WU aMU-
mummpukarope JJHK, kotopelii mo3BossieT 3agaBaTh HY>KHOE KOJMYECTBO IIMKJIOB
U ONITUMAaJIbHBbIE BPEMEHHbIE U TeMIepaTypHble MmapaMeTphbl. 3a 25—30 1IUKIOB CUH-
TEe3UPYETCs HECKOJIbKO MIJIJIMOHOB Konuit (puc. 3.28).
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Puc. 3.28. [TonvmepasHaa LenHaa peakuus.

I'Ipa|7lmepb| — MNoJly4eHHble XUMNYECKUM CUHTE3OM OJ'IMFOAE3OKCVIpl/l60HyKJ'IEOTVI,D,bI. Cmaouu 1

u 2 — HarpeBaHue go 90-95 °C n geHatypauna [HK, oxnaxaeHne o 50-60 °C n KomnaemeH-
TapHoe cBA3biBaHue [HK c npaiimepamu. Cmadus 3 — 3n0Hrauusa nparmMepoBs ¢ yyactmem Tag-

nonumepasbl u gATO, alrT®, aTTO n gLiTO npu Temnepatype ~70 °C
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Wcnonbays ykazanHbie TexHoaoruu u JJIHK-koHCTpyKium, peiaioTcs: He TOJIbKO

paHee TIepeunCIIeHHbIC 3a1aui, HO TaKKe:

e BbIpallIMBAIOTCS MOAUMULIMPOBAHHBIE MUKPOOPraHMW3Mbl KakK MPOAYLIEHTHI
TOPMOHOB (MHCYJIMHA, TOPMOHA POCTa, COMATOCTaTUHA U Jp.), OUOJOrMYECKHU
AKTUBHBIX MENTUI0B, (HDaKTOPOB, YUYACTBYIOIIMX B CBEPThIBAHUM KPOBHU;

e CO3/IAIOTCS HOBBIC BUIbI PACTEHUI U JKUBOTHBIX;

e TIBITAIOTCS JIEYUTH HACJICACTBEHHBIC O0JIE3HM ITyTeM BBEICHMS B KJIETKH T'€HOB,
KOTOpBIC Yy TIAIIMEHTOB yTpadeHbl WM Je(eKTHBI. I 9TUX 1ieieit Bce Jarie
WCIIOJIB3YIOT MOJUMEPHBIE HOCUTEN — HAHOYACTHIIbI, OCYIIECTBIISIOIINE Ha-
MpaBJIEHHYIO I0CTaBKY HEOOXOAMMBbIX KOMITOHEHTOB B MTOBPEXIEHHbBIE OPTaHbI
1 TKaHHU.

KOHTpOﬂbeIe 3aaHuA, TeCTbl, 3aga4uun

3apaHuA

1. N3o0pa3ute ctpoenune nuHykineornaa 5’ -dG-dT:

a) JaiiTe MOJHOE Ha3BaHUE KaxKI0ro U3 BXOJSIIMX B HEr0 HYKJIEOTU/IOB;

0) ykaxuTe, parMeHTOM KaKoi HyKJIEMHOBOM KM CJIOTHI SIBJISIETCS 9TOT AMHYKJIEO0-
TULT;

B) HA30BUTE TUITbI XUMUUECKUX CBSA3EH, COETMHSIOIINX:

1) a30TUCTBIE OCHOBAHUS U TIEHTO3Y;

2) 5’-docdaTHbI OCTATOK U MEHTO3Y;

3) mocjaeayoIuii HyKJICOTHU I C TPEIbIAYIIM.

2. Ha puc. 3.29 nzobpaxeHbl KOMITIEKCH HyKJIenHoBoi kuciaotsl (HK) 1 6enka.
a) nodbepume K yugpam 6yKeol:

A. ATbOYMUHBI.

b. Tucton HI.
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B. PHK.

I IHK.

. HykneocomMHbI# KOp;

0) 6 komnaekcax mexcdy HK u beakamu o3Hukarom ces3u:

A. @ochoausdpupHble.

b. IunpodobHEBIE.

B. NonnHrle.

I BomoponHsie.

J1. KoBajleHTHEIE;

B) 9MuU KOMHUACKCbL YHACMEYOM 8 (hOPMUPOBAHUU NPOCMPAHCMEEHHOI CIPYKMYDbl
HK:

A. BropuyHoii.

b. TpetuuHoii.

B. YerBepTuuHoii.

3. Ha puc. 3.30 npexncraBiieHa cxema pocrta HoBbIX Lierieit JIHK B o6nactu peruim-
KATUBHOW BUJIKU.

’”X@@/
&
43//\/\

/

Puc. 3.30

a) K MMpOHYMEpOBaHHBIM KOMITOHEHTaM ToadepuTe OYKBEHHbIC HA3BAaHUSI:

A. Xenukasa.

b. Iparimep.

B. SSB-6enku.

I. JIugupyoiast HUTb.

J. OTcraromiasi HUTh;

0) ykaxute 3’- 1 5’-koH1Ibl MaTpuuHbIX HUTel JIHK 1 BHOBb CUHTE3UPOBaHHBIX
(bparMeHTOB JUINPYIOLIECH U OTCTAIOLICH LIeTei;

B) Ha OTIEJbHOM PUCYHKE MOKAXUTE, KaK UAeT 00pa3oBaHuE BbICOKOMOJIEKYJISIP-
Horo (¢parmeHTa orctatonieii uenu JIHK. HazoBure ¢epMeHThI, y9acTBYIOIIIME
B oOpa3zoBaHum ¢pparMeHTOoB OKa3aKy 1 UX CIIMBAHUM; OOBSICHUTE POJIb KaxK-
JIOTO U3 HUX B CHHTE3E.

4. lepeHecuTe B TeTpaab U 3aIIOJHUTE TAOJIULLY.
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Marpuynbie CHHTE3bI

IIpounecc Pemmukanusa Penmapammsa Tpanckpunmmusa  Tpancasmms
Marpura
CyOcTpaThl
HcTouHuku sHepruu
DepmeHThI, KODAKTOPBI

Hanpasnenue cuntesa
HOBBIX LIeNen

Jlokanuzaius IIporecca

XapakTeprcThKa MpoayKra™

K nyHKTY, 0603HaY€HHOMY «*», BLIOEPUTE COOTBETCTBYIOLINIA OTBET:
A — TIPOIYKT UIAEHTUYEH MATPULIE.

b — mpoayKT KoMIieMeHTapeH MaTpuIIe.

B — mpomyKT He KOMIUIEMEHTapeH, HO KOJIMHEapeH MaTpPHUIIE.

5. Cxemy cunre3a MPHK (puc. 3.31) nomoaHuTe HEQOCTAIOIIMMKU KOMITOHEHTaAMM.
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a) K nudpaM rmoadepuTe COOTBETCTBYIOIINE OYKBBI:

A. IIpe-MPHK.

b. PHK-nonumepa3a I1.

B. [Tpomotop.

I. TATA-daxTop.

. nHTO®;

0) mepeumrcanuTe MOCTTPAHCKPUILIMOHHbIE MOAU(MDUKAIINI, KOTOPHIM ITOABEpPraeT-
ca nipe-MPHK, mpeskae uem oHa craHeT MaTpulieii AJIsI CUHTe3a OejIKa;

B) u3oOpasute cxemy craricunra npe-MPHK, HazoBuTe peakunu, KoTopble Ka-
tanusupytoT MsaPHII, Bxoasiue B cOCTaB CIIaiicoOCoM.

6. Hanuwnre peakuuio oopazosanus @en-TPHK?M. YVkaxure HazBaHue U Kj1acc
¢epmenta. C moMoIIbl0 OJHOOYKBEHHBIX O0O3HAUCHUIT M300pa3uTe B3aUMOMACH-
ctBue KomoHa ¢peHmwnanannHa — UUU — u antukonona B TPHK®®", ormersre 5’-
" 3’-KOHIIBL.

7. Ilporecc cuHTe3a Oejika Ha puOOCcoMe BKIIIOYAET CTaIMIO, M300pakeHHYIO Ha
puc. 3.32. Kak Ha3bpIBaeTCs 3TOT 3TAll TPaHCAAINN? YKaXkK1Te KOMIIOHEHTHI, KOTOPhIS
OTCYTCTBYIOT Ha IIpeACTaBICHHOI cxeMme. B xome oTBeTa n300pa3ute 1Mo cTagusM Io-
clieayolIne COOBITHS IIpoliecca 10 oOpa3oBaHus aunentuami-TPHK.

- " Mer Do

"

P ANG LU cTe GAT™,

-._----.l:lr-'- ok o b il-.:__,-..
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8. 3anmonHuTte Tabmuiy. B cronbuax ykaxuTe KpaTko, K 4yeMy NPUBOAUT Ta WIN
WHasT MyTallKsl.

CrpykTypa 6esika CrpykTypa 0eaka XapakTepucTuKa
He M3MEeHEeHa H3MeHeHa MYTaHTHOTO 0eJiKa

XapakTep MyTanun
3ameHa
a) MoJTJanias
0) MUCCEHC-MYyTalus
B) HOHCEHC-MYTalIMsI
Jememust
a) CO CIBUTOM «PaMKH»
0) 6e3 caBUra «paMKu»
BcraBka

a) CO CABUTOM «PaMKH»

0) 6e3 caBUra «paMKu»

[Ipumeuanue. «PaMKa» — pamMKa CYUThIBAaHUSI MH(OPMALIMH, BKITIOYAIOIIAS TPU HYKJICOTH -
I1a — TPUILJIET.

9. N3o6pasute cxemy nojaumepasHoii nernHoi peakuuu (ITLP), o0bsicHUTe mpuH-
uun Metoaa. ITpu nposenenuu TP B ammingukaTope peakiiMoHHasi CMECh B pa3-
HBbIE TTIepUOAbl MHKYOAIIN BhIAECPKMBACTCS IIPU pa3HbIX TemIiepaTypax: 55, 72u 92 °C.
OO0BsICHHTE, KAKUM CTaIHsIM TTpoIiecca COOTBETCTBYIOT YKa3aHHBIE TEMIICPATyPHI.

TectoBble 3afaHNA

1. YcranoBure coOTBETCTBHE

HykneunoBbie KHCJIOTBI DyHknun
A. MPHK. 1. CTpyKTypHbIe KOMIIOHEHTHI prOOCOM.
b. pPHK. 2. Marpuiua mis1 cuHTe3a Oefka.
B. MmaPHK. 3. Matpuua mist cunre3a MPHK.
I. JHK.
. TPHK.

2. BriOepuTe nmpaBUIbHBI OTBET

MuHOpHbBIE OCHOBaHMUSI:

A. OGpa3syloTcs B pe3yjbrare 1e3aMUHUPOBaHUs ypalluia.

b. O6pa3syioT KoBajieHTHbIE CBSI3M, cTadmim3upyloume crpykrypy PHK.
B. Cuuxatot ycroitunBocth PHK K neiicTBUIO HyKI€eas.
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I IIpengaTcTBYIOT criMpain3aluy onpeaeaeHHbIX yuacTkoB PHK.
. YyacTByIOT B 00pa30BaHNY KOMIUIEMEHTapHBIX TTap.

3. BeinoJiHuTE MoCie10BaTe/IbHOE 3a1aHie

a) 8 penauKamueHol euaxe cunmes omemaroweil yenu JHK nayunaem:
A. Xenukasa.

b. Tonmouzomepasa.

B. IHK-nonumepasa o;

0) pepmenm kamaausupyem cunmes:

A. IHK-npaiimepa.

b. PHK-npaiimepa.

B. INonunykneotnaHoi nenu gauHoi B 200 MOHOMEPOB;
B) cyOcmpamamu cuHme3a A6A5H0NC:

A. 4 HTO: ATO, ITO, YTO, LITO.

B. 4 tHT®: tAT®, nI T®, fTT®, gLITD.

B.4 HM®.

I 4 tHMO;

T) Mexncdy MOHOMepamu 00pa3yiomces Ces3u:

A. AHTUIpUIHEIE.

Bb. ®ochomuspupHeie.

B. llmko3naHsbIe;

1) HOB00OPA308AHHAS eNb PACMEM 8 HANPABACHUU:
A. 3 — 5’-KoHLy.

b. 5 — 3’-xoHny.

B. N — C-xonuwy.

4. YcTaHOBHTE COOTBETCTBHE

®epMeHTDI perInKAIIN Karanmsupyembie peakuun
A. JIHK-noaumepa3sa 9. 1. 3anonHsiet 6petn Mexay pparmeHTamu OKazaku.
b. Tormon3zomepa3sa. 2. Cunresupyetr PHK-mipaiimep.
B. JHK-nuraza. 3. VonunHsger nuaupylomyto nernb JHK.

I IHK-nonumepasa B.
. JHK — moaumepasa a.

5. Bbi0epuTe NMpaBUJIbHBIE OTBETHI

Penapaniysi B OJIOBBIX KJIETKaX:

A. JlokanuzoBaHa B siIpe.

b. OGecneuynBaeT cTaOMILHOCTD CTPYKTYPbI TEHOMA.

B. Unet B S-da3y KJ1eTOYHOTO LIMKIIA.

I. IIporekaer py ygacTum GepMEHTOB: SHAOHYKIICA3bl M IK30HYKJIICA3HI.

. Bo3aMoxHa Mpu OJHOBPEMEHHOM TOBPEXAEHUM KOMILJIEMEHTApHOI Tapbl
HYKJIEOTUIOB.
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6. BoinosiHUTE MOCIeI0BATEIbHOE 3a1aHNe

a) K HakonaeHuro nospedcoenuii ¢ IHK npusooum cuudicenue ckopocmu:
A. Perutukauuu.

b. Penapauun.

B. Tpanckpunuuu;

0) 6 x00e smoeo npoyecca:

A. BbipesatoTrcs qe3aMuHUpOBaHHbIE HYKJIeoTUbl U3 1eneit PHK.

b. Cuntesupyrorcs HoBble tenu JIHK, naeHTUYHBIE MATPUYHBIM.

B. Ycrpansorces nospexaenus B JTHK.

I MetunupyroTcst ocTaTKM ajigHUuHa B rocjiegoBateibHOCTH —GATC—;
B) 3a cuem pabomol pepmeHmos:

A. Toriouzomepassbl.

b. IHK-nonumepassl B.

B. IHK-noaumMepassb! a.

I Xenmuka3zsr;

T) 6 Kauecmee cyocmpamos ghepmenmsl UCHOAbIYIOM.:

A. 4 HTO: ATO, I'TO, UTD, YTO.

b. 4 tHM®: tAM®, nITM®, i1 TM®, nlIMD.

B. 4 tTHT®: nAT®, nl TO, nTT®, alITD.

[ 4 tHA®: tAI®, aAl1®, ATAD, alIAD;

Il) cybcmpamol 6KAHOHAIOMCS 8 NOAUHYKACOMUOHYIO YeNb, DACIYUYI0 8 HANPABACHUU:
A. Ot 3’- K 5’-KOoH1Y.

B. Ot N- xk C-koH11y.

B. Ot 5’- K 3’-KoH1Ly;

X) Ha Mampuye ¢ HanpagieHuem:

A. Ot 5’- K 3’-KoH1Yy.

Bb. Ot 3’- kK 5’-KoH1Yy.

7. BbiOepuTe NpaBUJIbHbIA OTBET

TpaHckpunuus:

A. Unet B S-da3y KJIeTOYHOTro LIMKJIA.

b. Haunnaetcs ¢ konona AUG.

B. Muunmupyetcst oOpa3zoBaHUEM MpaiiMepa.

I. He tpeOyet toKanbHOTO paciuieTeHus ABoiiHoi ciimpanu JHK.
. IMporekaet nipu yuactuu TATA-baxTopa.

8. BoiGepuTe npaBuibHbIE OTBETHI

PHK-nonumepa3a:

A. TlpucoenuHsieTcst K IpOMOTODPY.

b. Ocymectasiet pacruiereHue yyactka JIHK B 3oHe Jiokanuzanuu pepmeHTa.
B. Ing Hauana cuHTe3a TpeOyeT ImpaiiMep.

I CuHTe3 HauMHaeT ¢ 0Opa3oBaHUsl «KOJIIMaYKay.

. CuHTe3 mpoayKTa ocyllecTBseT 3a cueT sHepruu HTO.
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9. BpinoJiHUTE NOCJIEI0BATE/IbHOE 3aJaHie

a) cyocmpamamu 045 CUHmMe3a 0enaK08 A8AAMCH:

A. MPHK.

b. AMMHOKUCJTOTHI.

B. Hykneotuapl.

I. TPHK;

0) ux axkmusayus NPOUCX00Um G:

A. Snpe.

b. Huroruraszme.

B. MuroxoHapusix.

I. JIuzocomax;

B) 6 9momM omceke amunokucioma npucoedunsiemes Kk mPHK c obpazosaruem cesasu:
A. TlentunHoiA.

b. AurunpuaHoii.

B. CrnoxnoapupHOii.

I. IIMKO3uAHOIA;

T') SHepeust, 3aKAHUYeHHAs 8 SMOUL C853U, 3aMeM UCNOAb3YEenCs Ha CIMAadull:
A. Bxmouenust aa-TPHK B A-uieHTp.

b. OGpa3oBaHus NeNTUAHON CBSI3U.

B. Ilepememennsa nentuauia-TPHK u3 A- B P-uienTp;
II) 5ma cmaous Ha3bl8aemcst peaxyuell:

A. TpaHcnenTuaaluu.

b. TpaHciokanuu.

B. TepmuHauum.

I TpancamMuHupoOBaHUSI;

XK) oHa npomekaem Ha cmaoduu:

A. Uanumanum.

b. DnoHranuu.

B. TepmuHauuu;

3) amom s5man 3aeepuiaemcs, Koeoa 8 A-uenmp pudocomvi NOCMynaem K00oH:
A. UGG.

b. UCC.

B. UUU.

I UAA.

10. Bei0epuTe npaBUIIbHbIH OTBET

DHeprusg AT® ucrnonb3yeTcs B X0/ie TPAHCISIUYA HA CTAINU:
A. DJIOHTALIUU.

b. Ca3wiBanust amuHokucaoTel ¢ TPHK.

B. O0pa3oBaHus ITENTUIHOI CBSI3M.

I. TpaHciokaluu.

J. TepmuHauuu.
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11. YcTaHoBuTE COOTBETCTBHE

IIpenapatbi MexaHu3m JeiicTBUA
A. NHTepdepoHBblI. 1. Hapy1aet peruimkanuio B ObICTPOAEISIIMXCS KIETKaX.
b. JayHopyOuiuH. 2. UarnbupyeT TpaHCKPUIILIMIO B OaKTepraIbHbIX KIETKAX.
B. TerpauukiuH. 3. Pazpyuraer MPHK BupycoB u mpekpaiialotT CUHTE3 0e-
I. OTOPXMHOIOHEI. KOB B 3apakeHHbIX KJIeTKaX.

. PudamuiiuH.

12. BriOepuTe npaBUJIbHbIE OTBETHI

Paznnuus B Habope GeIKOB U3 pa3HbIX TKAaHEH YeJoBeKa OObSICHSIIOTCS:

A. DKcrpeccueil pa3IMyHbIX TEHOB B pa3HbIX TKaHSIX.

b. PazninuuemM reHoMa B pa3HbIX TUIIAX KJIETOK.

B. Croiikoii penpeccueil reHOB, KOAUPYIOLIUX OEJIKU, HECBOMCTBEHHbIE JAHHOMN
TKaHU.

I. BausiHuem ¢akTopoB Cpefbl.

. CHUXeHHEeM CKOPOCTH penapaiuu.

13. BoiOepuTe npaBUIbHBIE OTBETHI

30HBI CTOMKOI perpeccruy XpoMaTuHa (QOPMUPYIOTCS ITyTEM:

A. CasbiBanusga JJIHK ¢ rucronamu.

b. O6pazoBaHuss TUMUHOBBIX TUMEPOB.

B. Metunuposanust JIJHK.

I KoHneHcalmu xpoMaTuHa.

. ObpazoBaHus KoBaJleHTHBIX cBa3eit mexay JIHK u rucronamu.

14. Bei0epuTe NpaBUIbHbIH OTBET

DHXaHCep — 3TO:

A. Yuactok JIHK, cBs3bIBatoIniics ¢ peryassTOPHBIM OETKOM U CTUMYJIUPYIOLIUIA
TPaAHCKPUITLHUIO.

b. IHK-cBsi3pIBao1IMii OEI0K.

B. TpaHCcKpUNLIMOHHBIN (haKTOP.

I. TeH, kogupyloluii peryasaTOpHbIi OeJIoK.

. Yaactok JIHK, x xotopomy nipucoeaunsiercss PHK-mommepasa.

15. YcTaHoBHUTE COOTBETCTBHE

Tunsl myTanmii N3meHeHus B CTPYKTYpe Oesika
A. MucceHc-MyTalusl. 1. 3aMeHa B OeJiKe OIHOM aMUHOKMCJIOTHI.
b. HoHceHc-MmyTanms. 2. YKopoueHue 0esKa 1 ciydyailHast nocieno-
B. Jleneuns 6e3 caBura «pamMKin». BaTEJIbHOCTh aMUHOKMCIIOT 32 MECTOM MY-
I Jleneunst co CIBUTOM «paMKI». TallnN.

. BcTraBka 6e3 ciBura «paMKu». 3. YVuiuHeHue Genka.
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16. BoiOepuTe npaBUIbHBIE OTBETHI

TTonumopdHbBIe BapuaHTHI OCJIKOB:

A. SBASIIOTCSI Pe3yJIBTATOM OLLIMOOK TPAaHCKPUIILIVH.

b. meroT 001l TeH-TIpeaIeCTBEHHUK.

B. Bo3HuKaloT npy peKoMOMHALIMSIX B IIpoliecce Meiio3a.

I. SBastroTCS pe3ynbraToM MyTalMii B KOMMSIX OJHOIO TeHa.

. IMosiBasitoTCsl TpY CHUXKEHUN aKTUBHOCTU (hepMEHTOB pernapalniu.

17. BpiOepuTe NpaBUIIbHBIE OTBETHI

Kaxnpiit ki ITLHP BkirouaeT ctaguu:

A. HeHarypauuto JIHK.

b. Yactuunsiii rugponu3 ueneii JJHK.

B. CeassiBanue JIHK c nipaiimepamu.

I. Dnonramuio npaitMepoB Tag-mosmMepasoit.

M. DaekTpodopeTndeckoe pas3aejeHe IPOayKTOB PeaKIIM.

3apgaun

1. PocToBble (hakTOpbl CTUMYJIMPYIOT KJIETKU K BCTyMieHUIo B G,-ba3y Kietod-
Horo uukia. B xone 3Toit asbl UHAYLIUPYETCS CUHTE3 (DePMEHTOB, KATAIU3UPYIOIIUX
cuHTe3 THT®. B xakom mpoliecce UCITOIL3YIOTCS 3TH CyOCTpaThl B S-(as3y KiIeTou-
Horo uukJia? JIjist orBeTa Ha BOIPOC:

a) u3o0pas3uTe cxemy rpoliecca, B xojae kotoporo tTHT® gpisiorcest cyocTpatamu;

0) HazoBUTE (PepMEHTbl U OOBSICHUTE OMOJIOTMYECKOE 3HAUeHME BHIOPAHHOTO

BaMM TIpoliecca.

2. Ilon peiicTBUEM MOHM3UMpYOLIei paguanu B Mojiekyne JHK oka3amuch or-
MIETIJICHHBIMHU IBA a30TUCTBIX OCHOBAHMS U3 KOMIUIEMeHTapHoM napbl A:::'T. Moxer
JIN cUcTeMa, obecIeunBaroias CTabMIbHOCTb TeHETUUECKOT0 MaTepyaa, yCTpaHUTh
3TO TOBPEXICHME B MOJOBBIX KeTKax? I1pu oTBeTe Ha BOIIpPOC:

a) M300pa3uTe cXeMy YHHUBEPCAIbHOIO Mpoliecca, y4aCTBYIOILIEro B UCTIPaBICHUU

nosBpexaenuii JHK;

0) yKaxuTe, KaK CHUKEHME aKTUBHOCTU 3TOTO MPOLECCAa MOXET OTPA3UThCSI Ha

(yHKIIMM TeHOoMa.

3. JlekapcTBeHHBIl TIpernapar TOKCOPYOUIIMH B KJIETKaX CBSI3bIBA€TCSI C MOJIEKY-
noit JHK, BHenpsisich MexXay a30TUCTBIMU OCHOBaHUsSIMU. KpoMme Toro, oH cTuMyim-
pyeT oOpa3oBaHue aKTUBHbBIX (POPM KHCJIOPOIA, KOTOPBIE BbI3bIBAIOT PAa3PbIBbI B I10-
JmHykIeoTuaHbIX ersx JIHK. JIns1 nedeHnst kakux 3a001eBaHUA NUCTTONb3YeTCST 3TOT
npenapat? OTBevasi Ha BONPOC 3a1aUM:

a) MpeCcTaBbTe CXeMy Ipoliecca, CKOPOCTb KOTOPOTO Pe3KO CHUXAeTCs Mo Aek-

CTBUEM DTOTO Ipernapara; Ha30BUTE CyOCTpaThl, (DEPMEHTHI U KODEPMEHTHI;
0) yKaxuTe, K KaKUM MOOOYHBIM 3(heKTaM MPUBOAUT MPUMEHEHUE TOKCOPYOu -
LIMHA.
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4. Y pebeHKa c OTCTaBaHUEM B POCTE U BeCe AMATHOCTUPOBAIN HACTIEICTBEHHOE 3a-
OosieBaHUEe — P-TasiacceMuto. 3abosieBaHue odycnosiaeHo myTauueit B TATA-mocne-
JIOBATEJIbHOCTU MPOMOTOpA TeHa B-r1oouHa. CHUXEHUE CKOPOCTU KAKOTo MpolLecca
BbI3bIBAaET HAPYILIEHUS B PAa3BUTUU peOeHKa?

7151 oTBETa Ha BOMPOC:

a) MpeAcCTaBbTe CXEMy Mpoliecca, KOTOPBI HapylleH B pe3yjabTaTe MyTalluu,

U o0bsicHUTE pojib B HeM TATA-1I0C/Ie10BaTeIbHOCTH;
0) ykaxuTe, CHHTe3 1 (PYHKIIMOHUPOBAHME KAaKOTO OeJka CHUKEHBI y 3TOTO pe-
OcHKa.

5. B S-asy k1eToyHoro uukia MpoucXoauT aKTUBHbBIM CMHTE3 'MCTOHOB, y4a-
cTBylolux B Komnaktusauuu sinepHoi JIHK. Kakoii mpoliecc obecrieunBaeT KJIETKU
MaTpuLaMu IJIsl CMHTe3a 3TuX MoJjiekys1? B xone oTBera:

a) uzo0pasuTe cXeMy CUHTE3a MaTpHUll, coepKalnux HHGOpMaIIMIo O CTPYKType

3TUX OCJIKOB;

0) yKaxxute cyocTpaThl, (DepMEHTbI, UICTOYHUKU SHEPTrUM, KO(haKTOp 3TOro Mpo-

1ecca;

B) Ha30BUTE MOAU(DUKALIMU, KOTOPBIM TMOJABEPratoTcs MPOAYKThl PEAKIIMU B XO/1€

npeBpalleHus B 3peJible U QYHKIIMOHAIbHO aKTUBHBIE MOJIEKYJIbI.

6. B sykapmoTnieckmx KieTKax Iu(TepuitHbIi TOKCHH BBI3bIBaeT AJlD-prbdo3n-
nupoBaHue ¢daktopa EF2 u HapymaeT cuHTe3 6enka. Ha kakom atame pocTta moju-
MENTUIHON Lenu HeooxonuM 3ToT ¢akTop? JIjist oTBeTa Ha BOIIPOC 3a1auM:

a) IpeaCcTaBbTE CXeMYy COOBITUII Ha puOOCOME U OTMEThIe CTaAuI0, Ha KOTOPOI

OCTaHOBUTCS CUHTe3 OeJKa;
0) yKaxXuTe, YTO MPOU30MIIET C KJIETKaMM, Ha KOTOpbIe MOIeCTBOBa TUPTepUii-
HbI TOKCUH.

7. Bech Habop (pepMEHTOB, YYaCTBYIOIIMX B CUHTE3¢ MOYEBUHBI, TPUCYTCTBYET
B KJIETKAaxX TMEYEHM, HO €r0 HET B KJIETKAX APYIMX opraHoB. Kak MOXHO OOBSICHUTH
pasnmuue B 0eJIKOBOM COCTaBe OpraHoB 1 TKaHei? [1pu oTBeTe Ha BOIpOC:
a) IIpUBEINTE MEXaHU3MBI, C TTOMOIIBIO KOTOPBIX (DOPMUPYIOTCS TPAaHCKPUITLIV-
OHHO HEaKTUBHBIE YIACTKM XPOMAaTHHA;
0) 00BSICHUTE, KOTJIa B XpOMAaTUHE KJIETOK BO3ZHUKAIOT 30HbI CTOMKOI pernpeccuun
U CYLIECTBYIOT JIM PA3IAYUS B UX JIOKAJTU3ALMU B PA3HBIX TKAHSIX.

8. B siiliekJieTKe B CMBICJIOBOI YaCTU FeHa, KOAUPYIOIIETO (PepMEHT JUOKCUTEHA3Y
TOMOTE€HTU3UHOBOI KHUCJIOTHI, TPOU30IILIa 3aMeHa 7-To HYKJIeOTHIa ¢ 00pa3oBaHUEM
TepMUHUpYIOLIEro KomoHa. Onpenenure, Kakue U3MeHEHUST B CTPYKType epMeHTa
MPOU30MAYT B XO/I€ TPAHCISILIMA MyTAHTHOTO reHa. J1Jist oTBeTa Ha BOITPOC:

a) 1300pa3rTe CXeMy CUMHTE3a 9TOro 0OejlKa Ha pudbocome;

0) yKaxXuTe, Kakoil IPOAYKT CUHTE3UPYETCS B XOAE TPAHCISIUM MYTAHTHOM

MPHK.
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9. Ha pucyHke rmokasaHbl COObITHSI Ha pOOCOME Ha CTaAuU BKIIOUEHMS 6-i1 aMu-
HOKMCJIOTHI B pacTylnyio B-uens Hb.

Tpu-HWneii-T'uc-Ban-Met

[TpopomxuTe cxemaTuyeckoe M300pakeHre CTaauil CMHTe3a Oejika Ha pubocome
1 WCTIONIb30BaB TeHETMUECKUI KO, OTIpeaeINTe, KaKkas aMIHOKHCIIOTa 3aiiMeT 6-¢
nojioxeHue B f-nporomepax Hb. B xone orsera:
a) ykaxwurte 5’- u 3’-koHusl MPHK;
0) n300pa3uTe MOCIEI0BATEILHO BCe ATarbl yutnHeHus nentuania-TPHK Ha 6-10
aMUHOKUCJIOTY;
B) OOBSICHUTE, CTPYKTYypa Kakoro Hb nMeeT rnojiyyeHHy10 BaMU B-11€1b U KaK 3TO
BJIUSIET Ha ero cpoAcTBO K O,.

10. Ecnu nospexnenust ctpyktypsl JJTHK He penapupyroTcsi, TO OHU MOTYT OBITh
JIETATBHBI TS KJIIETKW. BynyT I MpUBOAUTH K CTOJIb XK€ TSKEJIBIM IMOCJEACTBUSIM MO~
BpexaeHust MoJiekyasl PHK? B xone oTsera:

a) CpaBHUTE CTpOeHUE U (DYHKIIMU STUX HYKJIEMHOBBIX KUCIOT Y 3YKapUOTOB;

0) OMUIINTE MEXaHU3M, C TOMOIIbIO KOTOPOTO MPOUCXOAUT YCTPAHEHUE MOBPEXK-

JIEHHBIX MOJIEKYJ.

11. IepneTnyeckass MH(PEKLIUST — OTHO M3 CaMbIX PACIPOCTPAHEHHBIX 3a00JIeBa-
Huii yesoBeka. OHa BbI3BIBAETCS LIEJIbIM CEMEMCTBOM BUPYCOB, IO3TOMY HPEIIOXUTD
creurduyeckoe JeuyeHue 3Toil 00JIe3HU JOCTaTOYHO TpyaHO. C MOMOIIBIO KaKOIro
Merona JJHK-TexHoMornit MOXXHO YCTaHOBUTbL TPUPOAY BO3OYAUTESI BAPYCHOTO 3a-
ooneBanus? M300pa3ute cxeMy BEIOpAaHHOTO BaMU ITpoliecca.

12. YcraHoBJIEHO, UTO B KieTKax E. coli, pacTylliux Ha cpefie, coaepxallieil rroKo-
3y, UMeeTcsl 3—5 KONl MoIeKyJl (DEpMEHTOB U OEJIKOB, YYaCTBYIOIIMX B YTUIN3ALIUN
JTakTO3bl. Kak M3MEHUTCI KOJIMYECTBO STUX OEJIKOB MPU MepeHOCe KJIETOK Ha CpeLy,
B KOTOPOI JIaKT03a SIBJISIETCS €AMHCTBEHHBIM UCTOUHUKOM yrieponaa? [1pu orBeTe Ha
BOIIPOC:

a) HA30BUTE CIIOCO0 PETyJISILIMY KOJMYECTBA 3TUX OEJIKOB B KJeTKax E. coli u u3o-

OpasnuTe cxemy, OTpaKaIoIIYIO BIMSHUE JIAKTO3bI HA 3TOT MPOLIECC;
0) IpPEeaIoJIOXUTE, KaK U3BMEHUTCS €ro CKOPOCTh MpPH J100aBAEHNUU TeTPALMKINHA
B Ccpeay KyJIbTUBUPOBAHUSL.

13. UHTepdepoHbl — ceMelcTBO OEKOB, CUHTE3UPYIOLIMXCS B OpraHU3Me B OT-
BeT Ha 3apakeHHe BUPYCHBIMU MHMeKImamu. PapmMakoornyeckast TPOMBIIIIICH-
HOCTb BBIITYCKAeT UX B KAUECTBE JIEKAPCTBEHHbBIX TpenapaToB. YKaXKuTe, UHTUOUTO-
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paMu KaKoro MaTpUYHOTO OMOCUHTE3a SABISAI0TCS nHTepdhepoHbl. M300pa3ute cxemy
9TOr0 MpPOILIECCa, OTMETUB 3TAllbl, KOTOPbIe OJOKUPYIOT 3TU OEJKU U MEXaHU3M MX
JIEUCTBUSL.

14. Iloa meiicTBUeM ropMoHa KOPTU30Ja B MEYEHU YCUIMBAETCSI CUHTE3 INIIOKO-
3bl U3 aMUHOKHUCIIOT. Kakoit MaTpUUHBIi MpoLiecC KOPTU30J UHAYLUPYET EPBUYHO?
[Ipu oTBeTE:

a) OOBSICHUTE MEXaHU3M JEHCTBUSI TOPMOHA U U300pa3UTe Er0 CXEMY;

0) yKaxxuTe, KaKuM MO (UKALUSIM MTOABEPratoTCs MOoJIyYeHHbIE TPOAYKThI, ITpe-

KJIe YEM OHU TIPEBPATSATCS B 3PEJIbIE MOJIEKYJIBI.

15. benok a-deronpoTeMH BbIpadaThIBAETCS TOJIBKO rernaTroluTaMu 3MOpHUOHa,
1 €r0 CHMHTE3 MOJHOCTBIO TIpeKpalaeTcs mocie poxaeHus. [1pu remaroiesutosp-
HOM pake B KJIeTKaX IPOUCXOAUT aeanddepeHInPOBKa, U CIIOCOOHOCTb K CUHTE3Y
a-deTorpoTernHa Bo300HOBIsIeTcsd. Kakue MexaHM3Mbl 00ecIeunBaloOT BKIIOUYEHUE
OJIHUX TeHOB U CTaOUJIbHOE «BBIKJIIOUEHUE» APYruX B AUpdepeHLIMpOBaHHbBIX KJIET-
kax? Ilpu oTBere:
a) yKaXuTe pas3inyre B MeXaHu3Max aJalTUBHON PeTyJIsIUU U CTOMKOI perpec-
CHUM TE€HOB;
0) 00BsICHUTE, JJIs1 KAKUX TIePUOI0B KU3HEAEATeIbHOCTU OpraHrn3Ma OHU Xapak-
TEePHBI.

16. B nuarHoctrueckuii ieHTp oOpaTuach AeByIlKa, COOMpaloIascs B CKOPOM
BpPEMEHHU BBINTU 3aMyX M 3aBecTu aeTeil. OHa cooOIIMIa, 4TO B IETCTBE ObLIa IIPO-
oIeprMpoBaHa II0 IOBOAY PETMHOOJIACTOMBbI — 3J0KAYECTBEHHOM BHYTPUIJIA3HON
OITyXOJIM CeT4yaTKH riasa. JleByllka XoTejla y3HaTh, HOCUT JIM JaHHOE 3a00jeBaHUE
HacJIeICTBEHHBIM XapaKTep, IJIsI TOro YTOOBI B CiIydyae MOJ0XKUTEILHOro OTBeTa 0oJjice
MPUCTAILHO CIAEAUTD 32 COCTOSTHUEM TIJ1a3 OyAylIMX 1eTeil U mpyu HEOOXOAMMOCTH BO-
BpeMsI TIPUHSITh MEPbI 110 TMArHOCTUKE U JICUEHUIO PETUHOOJIaCTOMBbI.

Kakum obpazom y aeByuiku mMetonoM JIHK-aunarHOCTMKM MOXKHO BBISIBUTH Ha-
JIM4Mie MyTallyii, BRI3BIBAIOIIEH peTMHOOIacTOMY?

DTanoHbl OTBETOB K TECTOBbIM 3afjaHNAM

I.1—b,2—A,3—1. 10. b.

2. I. 11.1—b,2—1,3—A
3.a)B;06)b;B)A;T)B; 1) b. 12. A, B.

4. 1—-1,2—1,3 —A. 13. A,B, I.

5.A B, I. 14. A.

6. a) b; 6) B; B) b; 1) B; n) B; %) b. 15.1—A,2—T,3—/1.
7. . 16. b, B, T, /1.

8. A, b, . 17. A, B, I.

9. a) b;06) b;B) B; 1) b; 1) A; X) b; 3) I.



buonsocuueckue
MemopaHul

Ilenu u3ydenus. 3HaTb U YMETb OOBSICHSTD:

e CTpoeHUE OMOJIOrMYeCKMX MeMOpaH U UX POJib B 0OOMeHe BellleCTB U SHEPTUH;

e poJib MeMOpaH B PEryJsiiMyM MeTadoJiM3Ma, TPAHCIIOPTE BEIIECTB B KJIETKY
W yIJICHUY METaOO0JIMTOB;

e 3HaTb OCHOBHBIE CITOCOOKI MTepPEeHOCa BEILIECTB Uepe3 MeMOpaHHbI.

Bce XuBble KIETKM OTOEICHBI OT OKPYKAIOILIEil Cpeibl TOBEPXHOCThIO, Ha3bIBae-
MOI KJIeTOUHO#T MeMOpaHoii. KpoMme Toro, Tt 3yKaproTOB XapaKTepHO 00pa30BaHMe
BHYTPH KJIETOK KOMITapTMEeHTOB. OHU ITpeICTaBIICHBI PSITOM CYOKIIETOYHBIX OpraHeJI,
OTrpaHMYEHHBIX MeMOpaHaMU, HAIpUMep SIAPO U MUTOXOHApUU. MeMOpaHBI TIpe/-
CTaBJISIIOT COOOM HE TOJIBKO CTaTMYECKU OPTaHW30BaHHBIE IIOBEPXHOCTHU pasiesia, HO
1 BKJIIOYAIOT aKTUBHBIC OMOXMMUYECKKME CUCTEMBI, OTBEUAIOIIME 3 TAKUE IIPOLIECCHI,
Kak M301paTe/IbHbIIA TPAHCIIOPT BEIIECTB BHYTPb M HAPYXKY KJIETKU, CBSI3bIBAHUE FOP-
MOHOB U JIPYTMX PETYISITOPHBIX MOJIEKYJI, TIPOTeKaHue (epMEHTATUBHBIX PeaKIInii,
rnepegaya UMITYJIbCOB HEPBHOM cucTeMbl U T.J. (puc. 4.1). CyllecTBYIOT pa3inuHble
TUTTBI MeMOpaH, OTIMYAOIINECST ITO BBITTOTHSIEMBIM (YHKIMAM. OYHKIINT MeMOpaH
00YCJIOBJIEHBI UX CTPOCHUEM.

XnmMmunyeckuin coctas

MeMOpaHBI COCTOST M3 JTUTTUIHBIX M OCJIKOBBIX MOJIEKYJI, OTHOCUTEIHLHOE KOJIH-
YeCTBO KOTOPbIX BapbupyeT (ot 1/5 — 6enok + 4/5 — nunuael no 3/4 — Genok +
1/4 — aunuabl) y pa3HbIX MeMOpaH. YIJIeBOIbI cofepxKarcs B (hopMe TIIMKOIpPOTEeH -
HOB, TTIMKOIUIUAOB U cocTaBistioT 0,5—10% BelecTBa MeMOpaHBI.

Jinnupbl memb6paH

OcHOBHas1 4acTh JUIKUIOB B MeMOpaHax IpelacTaBieHa ¢ocoaunmuaamn, Jaiie
Bcero ocaTuAMIXOJIMHOM (JIELIMTUHOM), a TakKe NIMKOJUMUAAMUA U XOJIeCTepo-
Jom. CTpoeHue 3TUX JIUMIIUAOB MpeaCcTaBlieHO Ha puc. 4.2.
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Puc. 4.1. OyHKUMN MeMbpaH:

1 — rpaHuLa; 2 — KOHTPOJIb TPAHCNopTa MeTaboNnTOB; 3 — peLenyua CUrHanoB 1 KX NepeaaYa;
4 — depMeHTMBHbIE PeaKLU; 5 — KOHTAKT C APYrMI KNeTKkamu: 6 — AKOPb AnA LUTOCKeneTa

Mouiekyabl aunudo8 memOpan UMEIOT JBE YacTU: HEMOJISIPHbIM THaApodOOHbBII
«XBOCT» U TIOJISIPHYIO TUAPOGUIBHYIO «T0JI0BY». TaKyto IBOMCTBEHHYIO MPUPOIY CO-
eqMHeHNI Has3bIBaloT amduduiabHOl. JInmuasl MeMOpaH o0pa3yloT ABYXCJIOWHYIO
CTPYKTYpy. Kaxkaplii Cl0ii COCTOUT U3 CIOXKHBIX MOJIEKYJ JIMTUAOB, PACIIONOXKEH-
HBIX TAKUM 00pa3oM, UTO HEMOJSIPHbIE TUAPOGOOHbBIE «XBOCTbI» HAXOASATCS B TECHOM
KOHTaKTe IPyT ¢ ApyroM. Tak ke KOHTAaKTUPYIOT TUAPOGUIbHBIE YaCTH MOJIEKYIT. Bee
B3aMMOJIEICTBUSI UMEIOT HEKOBAJIEHTHBIN XapakTep. JIBa MOHOCIOS OPUEHTUPYIOTCS
«XBOCT K XBOCTY» TaK, YTO 00pa3ymoolIascsl CTPyKTypa JBOMHOTO CJI0sI UMeeT BHYTPEH-
HIOIO HEMOJISIPHYIO YacTh U JABE MOJSPHBIC TTOBEPXHOCTU. beaku membpar BKIIOUSHBI
B JIMITUJIHBIN OMCION TpeMsI CrTocodaMu:

1) cBs13aHBI ¢ TUAPOGWILHON IMTOBEPXHOCTHIO JTUMUIHOIO OMCIOS — ITIOBEPXHOCT-

HbIe MeMOpaHHbIE OEJIKH;

2) norpyxeHbl B TMIPO(POOHYI0 00J1aCTh OUCIIOS;

3) NpOHU3BIBAIOT MeMOpaHy — MHTErpajibHble MEMOPaHHbIE OEIKU.

[ToBepXHOCTHBIE OEIKM CBOMMMU TUAPOMWILHBIMU DpaauKalaMyd aMUHOKMCIOT
00pa3yIoT HEKOBAJIEHTHBIE CBSI3U C TUAPOMUIBHBIMU IPYNIaMy JUITUIHOTO OUCTOS.
WMHuTerpanbHbie O€IKN pa3IMyaloTcsl IO CTEIEHU IMOTPY:KEeHHOCTU B TUAPOGOOHYIO
gacTh 0ucios. OHM MOTYT pacrioiaraThCs BHyTpU MeMOpaHbl, YaCTHYHO TTOTpyKaTh-
csl B MeMOpaHy JIn0O MpolIMBaTh MeMOpaHy HackBo3b. BHyTpumeMOpaHHasi 4acThb
MHTErpaJibHBIX OEIKOB COACPXKUT 0OJIbIIIOE KOJUYECTBO aMUHOKHUCIIOT ¢ TUAPODOO-
HBIMU paguKajgaMM, KOTOpble 00ecTrieurBaloT TuapodoOHoe B3auMOJAEHCTBIE C -
nugaMu MeMOpaH.
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Puc. 4.2. CtpoeHvie HEKOTOPbIX JIMMA0B, BXOAALLMX B MEMOPaHbI:
A — docdatnannxonuH; b — corHrommennH; B — xonectepon

InapodoOHbIE B3aMMOACHCTBUS MOAAEPKMBAIOT OIIPEICICHHYIO OpPUEHTALIMIO
OenkoB B MeMOpaHe. [inpoduiabHast BbICTyIaloIIast YacTh OejiKa He MOXeT rnepeme-
CTUTBCSI B TUAPOGOOHBINM cioit. YacTh MeMOpaHHBIX OEKOB KOBAJIEHTHO CBSI3aHbI
¢ MOHOCaXapuJIHbIMU OCTaTKAMM WM OJIMTOCAXapUAHBIMU LIEMSIMU U TIPEACTABIISIOT
c000ii rmukonpotenHbl. [IpuMepsl pacronoxkeHus: 6eJKOB U JUIUIOB B MEMOpaHe
MpeacTaBieHbl Ha puc. 4.3 u 4.4.

AcnmmeTpusa membpaH

XO0TsI KaXIbli1 MOHOCJIOM 06p8.30BaH N3 NI A0B, OpUCHTUPOBAHHBIX OJVMHAKOBbBIM
06pasoM, TEM HE MEHEE JIMITUAHBIN COCTAaB MOHOCJIOEB Pa3/INYCH. HaHpI/IMCp, B IJ1a3-
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Puc. 4.3. benku membpaH:
1, 2 — nHTerpasnbHble (TpaHCMeMbpaHHbIe) 6enKku; 3-6 — NOBEPXHOCTHbIE 6enKn
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Puc. 4.4. PacnonoxeHune 6eiKoB 1 NN1L0B B MeMbpaHe
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MaTUYECKO MeMOpaHe 3pUTPOLIMTOB (PochaTUANIXOIMHBI IPeobJIafaloT B HApyK-
HOM cJ10e, a pochaTUAMICEPUHBI — BO BHYTPEHHEM CJI0€ MEMOpPaHBI. YTIIeBOIHBIC Ya-
CTH OEJIKOB 1 JIMTIMIIOB pacriojaraloTcsl Ha Hapy>KHoil yactu MemOpaHbl. Kpome Toro,
MOBEPXHOCTU MEMOpaHbl OTJIMYAIOTCS MO cocTaBy O0enkoB. CTerneHb Takol acuMMe-
TPUU pa3jidyHa y Pa3HbIX TUIIOB MEMOPAH U MOXET MEHSIThCS B MPOIIECCe CTAPEHMS
1 XKU3HEICSITeIbHOCTU KIETKH.

KecTkocTh M TeKy4yecTh MEMOpaH TakxXKe 3aBUCSIT OT ux cocTaBa. [loBbileHHas
JKECTKOCTh OOYCJIOBJIMBACTCS YBEIMYCHUEM COOTHOIICHWS HACHIIEHHBIX XKUPHBIX
KHCJIOT K HEHACBIIIIEHHBIM B cocTaBe (hochOIUIUAO0B, a TAKXKe CoAepKaHUEM XoJie-
creposa. Ousnyeckre cBOCTBA MeMOpaH 3aBUCSIT OT PACITOJIOXEHMS OEJTKOB B JIN-
NUIHOM cjoe. JIunuasl MeMOpaH crocoOHbl K auddy3uu B mpeaenax ciaos mapai-
JIEJIbHO MOBEPXHOCTU MeMOpaHbl (J1larepanbHas nuddysust). IToBepXHOCTHBIE OeIKK1
TOXE CITOCOOHHI K JaTepajibHoi nuddysuun. IMonepeunas nugdysuss B MeMOpaHax
CUJTBHO OTpaHWYCHA.

MeMO6paHHbIl TpaHCNOpT

TpaHcmopT BeliecTB BHYTPb M HApYyXy KJIETKM, a TakKe MEXIY LUTOIIa3MOM
U pa3IYHbIMU CYOKJIETOUYHBIMU OpraHe/uiaMu (MUTOXOHIPUSIMU, SIAPOM U T.1.) 00e-
crnevynBaeTcs MeMopaHamMu. Eciu ObI MeMOpaHbl ObUIH TIyXUM 0apbepoM, TO BHYTPH-
KJIETOYHOE TTPOCTPAHCTBO OKA3aJIOCh OBl HEAOCTYITHBIM TSI TIMTAaTeTbHBIX BEIIIECTB,
a TPOAYKThI KU3HENESITEIbHOCTU HE MOTJIM Obl ObITh yAaleHbl U3 KJIeTKU. B To xke
BpeMsI TPU MOJHOM MPOHULIAEMOCTH ObLI0 Obl HEBO3MOXKHO HAKOILJICHUE OTPEeACICH -
HBIX BEIIECTB B KJIETKe. TpaHCTIOPTHBIE CBOCTBA MeMOpaHbl XapaKTepU3yloTcs To-
JIYTIPOHMIIAEMOCTBIO: HEKOTOPBIE COENMHEHMST MOTYT TTPOHUKATh Yepe3 MeMOpaHBbl,
a npyrue — HeT (puc. 4.5).

OmHa W3 THaBHBIX (QYHKOMI MeMOpaH — peryisius TiepeHoca BEIIeCTB.
CylecTBYIOT JiBa CIoco0a nepeHoca BelecTB uepe3 MeMOpaHy: MacCUBHBIN U aKTUB-
HBIIA TpaHCTIOPT (puc. 4.6).

ITaccuBHblii Tpancnopt. Eciiv BelllecTBO ABMKETCS yepe3 MeMOpaHy U3 001acTu
C BBICOKOI KOHIIEHTpallMeil B CTOPOHY HM3KOM KOHLEHTpaLuu (T.e. IO IrpaaueHTy
KOHIIEHTPAIINH 3TOTO BelllecTBa) 6e3 3aTpaThl KJIETKOM S9HEPTUM, TO TAKOW TPAHCTIOPT
Ha3bIBaeTCsl TaCCUBHBIM, Wiau auddy3ueit. Paznnuator asa tuna auddy3uu: mnpo-
CTYIO0 U O0JIETYEHHYIO.

IIpocmas dugpgy3zus xapaktepHa sl HEOOJBIIMX HEHUTpaldbHbIX MoJekya (H,O,
CO,, 0,), a Takxe ruaApoOOOHBIX HU3KOMOJIEKYJISIPHBIX OPTaHUYECKUX BELIECTB. DTH
MOJIEKYJIbI MOTYT TIPOXOAUTH 6e3 KaKoro-ambo B3aMMOACHCTBUS ¢ MEMOpaHHBIMU
OeKaMu 4yepes IOphl MK KaHajabl MEMOpaHBI 0 TeX IOp, MOoKa OyIeT COXpaHSIThCS
TPaIVeHT KOHIICHTPAIINN.

Obneeuennas ougpghysus xapakrepHa 1Jisl TUIPOMUIBHBIX MOJIEKYJ, KOTOPbIE Te-
peHocsTCs yepe3 MeMOpaHy TakKe MO TPaJUueHTy KOHLIEHTpalluy, HO C TOMOIIbIO
CcreuUalbHbIX MeMOpaHHBIX 0Oeakog-nepeHocyuxos. s obieryeHHoi auddy3umn
B OTJIMYME OT MPOCToi aucdy3un xapakTepHa BbICOKasl M30MPaTeIbHOCTh, TaK KakK
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Puc. 4.5. MNpoHyLilaeMoCcTb MeEMOPaH AN Pa3fINYHbIX BELLEeCTB

0eJIOK-MIepeHOCYMK MMEET ILIEHTP CBSI3bIBAHMS, KOMITJIEMEHTAPHBIN TPaHCIIOPTUPY-
€MOMY BEIIIeCTBY, U TIEPEHOC COMPOBOXKIAETCS KOH(POPMAITMOHHBIMU U3MEHEHUSIMU
6eka. OMH U3 BOBMOXHBIX MEXaHU3MOB 00J1erYeHHOM M1 dY31r MOXET ObITh Clie-
JIYIOIIVMM: TPAHCIOPTHBI 0€0K (TPAaHCJI0KA3a) CBSI3BIBAET BEILECTBO, 3aTEM COJIM-
>KaeTcsl ¢ MPOTUBOIOJIOXHON CTOPOHON MeMOpaHbl, OCBOOOXIAET 3TO BEIECTBO,
MPUHUMAET UCXOAHYI0 KOH(MOPMAIIMIO U BHOBb I'OTOB BBIMOJHSTH TPAHCIIOPTHYIO
¢yHKIMI0. MajoU3BECTHO O TOM, KaK OCYIIECTBJISIETCS TepeIBIXKEHUE CaMOro 0ell-
Ka. [Ipyroit BOBMOXHBIN MEXaHM3M TepeHOoca TpearnojaraeT yJacTie HeCKOJIbKHUX
OEIIKOB-TIEPEHOCUYMKOB. B 3TOM cirydae mepBoHAaYaIbHO CBSI3aHHOE COSTMHEHNE CaMO
MEePeXoIUT OT OJHOTO OeJIKa K APYroMy, MOCIe10BaTe/IbHO CBSI3bIBASICH TO C OTHUM, TO
C IpyruM OeJIKOM, TTIOKa He OKaXeTCsl Ha MPOTHUBOIIOJIOXHON CTOPOHE MEMOPaHBI.

AKTHBHBIA TPAHCTOPT MUMEET MECTO B TOM cJlydyae, KOraa NMepeHoC OCyIIeCTBIs-
€TCs MPOTUB TpaaMeHTa KOHIIEHTpalMu. Takoi mepeHoc TpedyeT 3aTpaThl SHEPTUU
KJIETKOI. AKTUBHBIN TPAHCIIOPT CIIYKUT JUTST HAKOTUIEHUS BEIIECTB BHYTPU KIIETKMU.
HcTounnkom sHeprun yacto sspisietcss AT®. [1yg akTHBHOTO TpaHCITOPTa KPOMeE HC-
TOYHMKA 9HEPTUU HEOOXOIMMO yJacThe MeMOpPaHHBIX OEJIKOB.
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Puc. 4.6. TpaHCNOPT BELLECTB Yepe3 MEMOpPAHbI:
A — NaccuBHbBIN TPaHCNOPT; b — aKTMBHbIN TPAHCMOPT

IlepBUYHO-aKTHBHBIN TPAHCHOPT OTJIMYAET OTHOBPEMEHHOE MWCIIOJb30BAaHME
ncToyHUKA 3Heprnu — AT® um TpaHcrmopT MoHOB. [103TOMy BCce MOHHBIE HACOCHI
(tparcnioptHble ATMa3b1) ABISIOTCS OMHOBPEMEHHO (hepMEHTAMM, TUAPOTU3YIOIIH -
M AT®O — AT®azamu. OnHa 3 aKTUBHBIX TPAHCIIOPTHBIX CUCTEM B KJIETKE KUBOT-
HBIX OTBevaeT 3a nepeHoc noHoB Na* u K* uepes kiietouHyio MmeMOpaHy. Drta cucrema
HasbiBaercss Nat, K*-gacoc. OHa oTBevaeT 3a NoaaepKaHue COCTaBa BHYTPUKIIETOY-
HOM cpenibl, B KoTopoil KoHueHTpauusa K* Beiiie, yem Na* (puc. 4.7).

IpagyeHT KOHIIEHTpaAIlUM Kajdus W HATpUsI TONICpKUBAETCS IMyTeM IepeHoca
K* BayTps Ki1eTKM, a Na* Hapyxy. O6a TpaHCIIOpTa IIPOUCXOIAT IIPOTUB IpagueHTa
KOHIIeHTpaluu. Takoe pacrpe/eneHre MOHOB OIpeesieT CoaepKaHUe BOJbI B KJIET-
Kax, BO30YAMMOCTb HEPBHBIX KJIETOK U KJIETOK MBIIIILL U APYTUE CBOKMCTBA HOpMAaJlb-
HbIX K1eTok. Nat,K*-Hacoc npencrasisger co6oil 6e10K — TpaHcropTHyo ATda3y.
Monekyna aToro epmMeHTa SBJSIETCS OJMIOMEPOM M IIPOHU3BIBAET MeMOpaHy.
3a MOJTHBIN MUKII pabOTH HAcOCa M3 KIIETKU B MEXKXKIIETOYHOE BEIIIECTBO ITEPEHOCATCS
tpu moHa Na™, a B 00paTHOM HaTipaBaeHnn — aBa HoHa K. IIpu 3TOM UCIIOIB3yeTCs
sHeprus Mosiekyibl AT®. TpancrmoptHas ATda3a B 3TOM cirydae UMeeT LIEHTPHI CBSI-
3bIBaHUSI JUISI 000MX BelIeCTB (CM. puc. 4.7).

CyILIeCTBYIOT TPAHCIIOPTHBIE CUCTEMBI I IepeHoca MOHOB Kaublusa (Ca’'-
AT®asb1), nporonnsie Hacockl (HT-AT®aswl) u n1p. Hepenko rmepeHoc BEIIECTB OCy-
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Crpyxrypa MexaHuim

Puc. 4.7. MexaHu3m gencteus Nat,Kt-AT@asbl

LIECTBJISETCS 110 MEXAHU3MY BTOPHYHOI0 AKTHBHOIO TPAHCIIOPTA 3a CUET CUMIIOPTA
WINA aHTUIIOPTA IBYX BellecTB. CUMIOPT — 3TO aKTUBHBII IIEPEHOC BEILECTBA YePE3
MeMOpaHy, OCYLIECTBISEMbI 3a CYET SHEPIUU IPAIMEHTa KOHLEHTPALIMUA JAPYroro
BELECTBA, KOTOPHII IBMXKETCS 110 TPAAMEHTY KOHUEHTPALIMU. AHTHIIOPT — 3TO Iie-
pEMELIEHNE BEIIECTBA TIPOTUB TPagMeHTa CBOei KOHLeHTpauuu. [Ipu 3TOM apyroe
BELIECTBO JABUXETCA B TPOTUBOIOIOXHOM HATPABJIEHUY 10 IPAINEHTY KOHLEHTpA-
uuu. CUMIIOPT ¥ @aHTUIIOPT MOTYT MIPOMCXOIUTh IIPU BCACHIBAHUN aMUHOKHUCIIOT U3
KMILIEYHUKA U peabCcopOLIMU [TIOKO3bI U3 TEPBUYHOI Moun. [Ipu 5TOM UCTIONb3yeTCs
SHeprus rpagreHTa KonueHnTpauuy noHos Na*, cosmasaemoro Na* , K -ATda3soii.

KOHTpOﬂbeIe 3aaHnA, TeCTbl, 3agaun

3apaHun

CyMMupyiiTe CBOM 3HAHWSI, 3aTTOJTHUB TaOJIAIIBI.

1. Ctpoenne memOpan

Pacnonoxenne B MeMOpane u Xapak-

TepucTHKa hyHKIMA KOMIIOHEHTOB L (i)

KoMnoHeHTbI MeMOpaH
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1.
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2. TpaHncnopT BeliecTB Yepe3 MeEMOPaHbI

Tun TpancnopTta MexaHu3M TpaHCcHoOpTa

[TaccuBHBII TpaHCTIOPT

CnocoOBbI:

2. AKTUBHBIN TPAHCIIOPT

CrocoOBbI:

TecToBble 3agaHunA

1. BoiOepuTe npaBuiibHbIE OTBETbI

MeMOpaHbI y4acTBYIOT B:

A. Tlepenaye nHgopMauuy CUTHAJIbHBIX MOJIEKYJI.
b. Perynsuuu metaboam3Ma B KJIeTKax.

IIpumepst

B. ITepenoce AT® u3 1UTO30JI81 KIIETOK B MUTOXOHIPUAJIBHBIN MATPUKC.

I Perynsiiuy moToka BeIECTB B KJIETKY W U3 KJIETKM.
J1. MeXKJIeTOYHBIX KOHTaKTaX.

2. BoiOepure HanOoJIee MOJIHBII OTBET
MeMOpaHBbI y4acTBYIOT B:

A. TpaHcnopTe I1I0KO3bI B KJIETKY.

B. Perymsaunu nepenoca K B kireTky.

B. Cekpeunu UHCY/IMHA B-KJIeTKaMU OCTPOBKOB JlaHrepraHca.

I. TlepeHoce BelIECTB B KJIETKY U U3 KIETKU.
J1. TTornoueHuy JUMOMPOTEUHOB U3 KPOBU.

3. BoiOepuTe npaBuIbHBIL OTBET

B cocraB MeMGpaH BXOIST:

A. TuapodoOHbIe OEJIKU.

b. Ddupsl xonectepoa.

B. AMbudunbHble TUMUIBI U OCIKU.
I. CohdunrosuH.

J. TpuaumaranuepoJr.

4. BoiOepute npaBuibHbi€ OTBETHI
Jlunmuael MmemMOpaH:
A. @opMUPYIOT IBOMHOM JTUITUIHBINA CJIOM.

b. YuacTBy10T B akTMBallM1 MeMOpPaHHbBIX (hDePMEHTOB.
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B. MoryT ciyXXuTh «IKOpeM» [JIs1 IOBEPXHOCTHOTO OeJiKa.
I. IIpencraBnensl mulepodochoaunuIaMu 1 cUHIOIUMUAAMU.
. 3aKperisitoTcs: B MeMOpaHe ¢ TIOMOIIBIO TUCYIL(MUIHBIX CBI3EI.

5. YcTanoBuTe COOTBETCTBHE

A. Haxonutcst B MeMOpaHe B Buje adupa. 1. Dnuepodochonunum.
b. ITocTtpoeH Ha ocHOBe (pochaTUTHON KUCTOTHI. 2. CpuHTroamnumi,.
B. ConepXuT oiMH 0CTaTOK XUPHOM KUCJIOTHI. 3. XoJecrepou.

I. OTHOCUTCH K TpyIINe TPUALUITIUIIEPOJIOB.
. Tlpunaer MemMOpaHaM «KECTKOCTb».

6. BoiOepuTe NpaBUJIbHbIE OTBETHI

Ha xoHdopmaiinio 6e1K0oB-IIepeHOCUMKOB MOXET BIUSITD:
A. CopgepxkaHue XoJiecTepoJia B OMcaoe MeMOpaH.

b. U3MeHeHne 31eKTpruUecKoro rMoTeHMaga Ha MeMOpaHe.
B. IIpucoeaunenue cneuuduyecKkux MOJIEKyJI.

I. 2KpHOKHCIOTHBIN COCTaB TUTTUIOB OMCTIOSI.

. KonnyecTBo NepeHOCUMOIO BEIIECTBA.

7. YcTaHoBHTE COOTBETCTBHE

A.TTacCUBHBI CUMITOPT. 1. TpaHncmopT BellecTBa B KJIETKY MPOUCXOAUT BME-
b. ITaccuBHBI aHTUIOPT. CT€ C YacCThIO IJIa3MaTUYECKO MeMOpaHbI.
B. OHpounTo3. 2. OOTHOBPEMEHHO B KJETKY IO I'pagueHTy KOHIICH-
I. Ok3o1UTO3. TpalMu IIPOXOIST Ba pa3HbIX BEIIECTBA.
. TlepBUYHO-aKTUBHbIN 3. [lepeHoc BellecTB UAET MPOTUB I'paadeHTa KOH-
TPaHCIOPT. LIEHTpaLIU K.
3apgaunmn

1. 3meuHslii 511 conepxuT hepmeHT docdonnmazy A,, KOTopask OTILEIUISIET OT Jie-
uuTrHA Wi hochaTUIMIX0INHA XUPHYIO KUCTOTY B 3-TIOJIOKEHUH, TIO3TOMY MOXKET
BBI3bIBATh T€MOJIN3 3PUTPOLIUTOB. OOBSICHUTE TeMOJIUTUYECKOE ACHCTBUE 3MEUMHOTO
qana.

Jlist oTBeTA:

a) BCIIOMHUTE CTPOCHUE MEMOpaH;

0) n3o0pa3uTe CTpoeHME JIELUTUHA U PeaKIInIo, KOTOPYIO KaTaau3upyeT pocdo-

Jqurnasa A,;
B) YKaXXUTE, KaKyl0 POJIb UTPAET JICLIMTUH B IOCTPOSHUN KJICTOUHOI MeMOpaHHI.
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2. OnHOI U3 MIPUYMH MPEXIECBPEMEHHOTO CTAPEHUSI CUUTACTCS aKTUBALIMS ITepe-
KUCHOTro okuciieHus: aunuaoB memopaH (ITOJI). TToueMy 3TO MPOMCXOAUT U Kak
MOKHO TIPEeIOTBPATUTh 3TO sIBJICHUE?

st oTBeTa:

a) BCIIOMHUTE CTpOEHUE MeMOpaH W MpPEICTaBbTe CXeMY CTPOEHMSI KJIETOUHOM

MeMOpaHBI;
0) 0OBSICHUTE, KaKKe TTOBPEXIACHUSI B CTPYKType MeMOpaHbl BbizbiBaeT [10J1 u ¢
MOMOIIIbIO KAKUX IIPeTrapaToB MOXKXHO MOBBICUTH UX YCTOMYMBOCTb.

3. IIpu BpOXAEHHON IJIIOKO30-TaJaKTO3HON MaibaOCOpOLIMKM HE BCAChIBAIOTCS
[JI0K03a U rajakro3a. Oba BeulecTBa TPAHCMOPTUPYIOTCS B DHTEPOLUTHI OTHUMU
U TEMU K€ TpaHCI0Ka3aMu 10 MeXaHU3My 00JierYeHHOM Tudhy3umu.

OObBsICHUTE MEeXaHM3M TpaHCIIOpTa BELIECTB IMyTeM obJjieryeHHou auddy3un u
MPEITOI0XUTE, YeM MOXET ObITh BbI3BaHa TaHHASI TTaTOJIOTHSI.

Jlnst oTBeTA:

a) BCIIOMHUTE CTpOeHUEe MeMOpaH;

0) HA30BUTE OCHOBHbIE BUIbI TPAHCIIOPTA BELIECTB Yepe3 MEMOPaHbI;

B) UTO TaKOE BTOPUYHBIN aKTUBHBIN TPAHCHOPT MO MEXaHU3MY CUMITOpTa?

4. TMopaepxxaHue BHYTPUKIETOYHOM Cpe/ibl, CollepKaHue BOMbI B KJIETKax, BO30y-
JUMOCTh HEPBHBIX U MBILIEUHBIX KJIIETOK o0ecreunBaeTcs paboroit K*/Na*-nacoca.
OO0ObsIcHHTE, TIoOYeMy MpH (GYHKIIMOHMPOBAHUU 3TOTO Oelika KOHIIEHTpAIllMsl NOHOB
K* BHyTpM KJIeTKM OyIeT BhIlIE, 4eM HOoHOB Na®.

Jlnst oTBeTa:

a) Ha cxeMe TpencTaBbTe padory K*/Na*-Hacoca;

0) HA30BUTE MEXaHU3M TPaHCIOPTa MOHOB, MO KOTOPOMY (DYHKIIMOHUPYET ITOT

0eJIoK.

STaNoHbl OTBETOB K TECTOBbIM 3aflaHUAM



Obuwiue acnekmol
peayasauuu

IMenu uzyyenus. 3HaTb U yMETb OOBSICHSITH:

® KM3HENEesITeJbHOCTh OpraHM3Ma Kak IMpOYHOe B3auMMojeiicTBUe aHaboJuye-
CKUX U KaTabOJMYECKUX MPOLIECCOB;

e posb AT®D B KauecTBe YHUBEPCAIbHOI HEPreTUUECKON BaTIOThI, UCITOJIb3YIO-
1eics 1J1s1 BBIMOJTHEHUST pa3HbIX BUIOB padoT;

e MEXaHW3MbI PETYJISIIMU aKTUBHOCTU U KOJIMYecTBa (PEPMEHTOB U yJacTHe Top-
MOHOB B peaJlM3alui 3TUX MEXaHN3MOB Uepe3 pa3HbIe CITOCOOBI Iepeaadyn CUT-
HAJIOB;

® OCHOBHbIE CUCTEMBI MepeJauyr CUTHAJIOB O€JIKOBbIMU, MENTUAHBIMU TOPMOHA-
MU U afpeHaJTHOM 4epe3 MeMOpaHHbIe pelieNTOPbl, aKTUBUPYIOILIKE aleHU-
JIAaTUMKIIa3HYIO, TYaHWIATLMKIIa3HY10, MTHO3UTOJI(GOCHATHYIO CUCTEMbI U TUPO-
3UHOBYIO IPOTEMHKMHA3Y;

® CMOCOOHOCTb CTEPOUIHBIX M TUPEOUTHBIX TOPMOHOB MPOXOAUTH Uepe3 rjiazma-
TUYECKYIO U SIIEPHYIO MEMOpPaHbI, BJIUSITh Ha 9KCIIPECCHIO TEHOB U U3MEHSITh
KOJIMYECTBO OEJIKOB U (PepPMEHTOB OMPEACICHHBIX META00INYECKUX MTPOLIECCOB.

MeTtabosiu3M MpencTaBisieT cO00 COBOKYIMHOCTb BCEX XMMMYECKUX PEaKIIMIA,
mpoucxoasamux B opranusmMe. I[log TepMUHOM MeTA0OJHYECKHId MYTh [1OIpa3yMe-
BaeTCs IOCNIeI0BATEIbHOCTh PeaKil, MPUBOASIIINX K 00pa30BaHUIO OIpeIeIeH-
Horo npoaykra. CoenrHeHMs1, 00pa3yolIUecs B XO/e MpeBpalleHNii, Ha3bIBAKOTCS
MeTtadomTamMu. M3ydyeHne OTAebHBIX ITyTeil BRIACISIOT IJIs ynoOcTBa. B neiicTBu-
TEJILHOCTU MeTaboIMUecKHe ITyTH CBI3aHbl MEXIy cO00i B CETH OOLIMMU ITPOMeE-
KYTOUHBIMUY MPOAYKTaMU Y HEOOXOIMMOCThIO 0OpalleHns KopepMeHTOB. B KieTke
KO epMEHTHI IPUCYTCTBYIOT B HU3KUX (PUKCUPOBAHHBIX KOHLIEHTPALMSX, TTO3TOMY
IJ1s1 QYHKIMOHUPOBAHUST META00IMUECKUX MyTeil He0OX0aMMa X IMMOCTOSTHHASI pe-
reHepaumsi.
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Puc. 5.1. O6beariHeHNe METabONNYECKNX NYTEN B METAOOSIMYECKYIO CETb

AHa00aM3M ¥ KaTta®oam3M. B MeTaboam3Me MOKHO BBIIEINUTDH MYyTH aHAOOIM3Ma,
KOTOpbIe MpeaHa3HauYeHbl IS OMOCUMHTE30B, W IMyTU KaTtaboju3Mma, KOTOpbie BEIyT
K pacIlerIeHUIO CJOXKHBIX MOJIEKYI. XOTsI KaTaboJInyecKue U aHaboImuecKre myTyu BO
MHOTOM pa3nJaloTCsl, OHU TECHO CBSI3aHbI ApYT ¢ apyroM. CBsi3b MeXIy HUMU 00e-
CIeyrBaeT ONTHUMaIbHBIN YpoBeHb MeTabou3Ma. Kataboam3M 1 aHaboImM3M — 3TO CO-
MIPSKEHHBIE B3aUMOIOTIOHSIIOIINE TIPOIIECCHI.

DHeprusa U MeTadom3M. XKUBbIe CCTEMbI TPEOYIOT ITOCTOSTHHOTO TMPUTOKA SHEp-
MU JUISI CBOEM XU3HENEesITeIbHOCTU. B OTCYTCTBUME SHEPrUu KJIETKY MOXHO CPaBHUTh
¢ Hepabortatollieid MamHo. 2K1u3Hb, pocT, LIEJIOCTHOCTh KJIETKU 3aBUCST OT MUILIM He
TOJIBKO KaK UCTOYHUKA yIIIepoja, a30Ta, (poccopa 1 Apyrux HEeOOXOAMMBIX 3JIEMEHTOB,
HO TaKKe KaK MICTOUHMKA SHEPTUM.

Ponb ATO

[porieccrl, TIpoTeKalomue ¢ MOTpedIeHUEeM 1 BhIIEJICHUEM SHEPTHH, CBSI3aHbBI
MeXy coboii. LleHTpaabHy0 poiih B 3TOM B3aMMOCBS3U BRIMOIHIET AT® — oCcHOB-
HOE BBICOKOZHEPTETHUYECKOe coeqnHeHne KieTku. Porb AT®D B KJIeTOUHOI 3HEpre-
TUKE MOXHO OINPEAETUTD CICAYIOIINM 00pa3oM:

e XMMMUYECKAs IHEPrusi, OCBOOOXIaeMas B Ipoliecce KaTabon3ma, 3anacaercs

nytem dochopunupoanust AILD ¢ oopazoBanuem ATD;

e oHeprust AT® 3aTeM UCITONB3YETCS 3a CUET PaCIIeTUIEHUST MaKpO3PTUUECKUX
cBa3eit AT® B xome SHASPTOHUYECKUX PEeaKIINii CHHTE3a W IPYTUX TTPOIIECCOB,
TpeOYIOIIMX 3aTpaT 3HEPTUM, HaITpuMep aKTUBHOTO TpaHcrnopTa (puc. 5.2).

AT® yacTo paccMaTpuBaeTcsl Kak dHepreTuyeckasl Bajatora. BaxkHO MOHUMATh,
yto AT® — 510 He BUI dHeprum, a popMa 3aracaHusl SHEpruu, Iojaydaemas Mnpu
Jerpagaluy CIoXHbBIX MoJieKy. [Tpumep perupkynsiyuu AT® npuBeneH Ha puc. 5.3.
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KATABOJIM3M AHABOJTH3M
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Puc. 5.2. Ponb AT® B 61103HepreTrke

Perynauua meta6onmsma. O6ume acneKTbl

Cpenu MHOTUX (hePMEHTOB, 00ECTIeUNBAIOIIMX MPOTEKAHUE TOTO WIM MHOTO MeTa-
0O0JIMYECKOTIO ITYyTU CO CKOPOCThIO, HEOOXOAUMOI IJISI YIOBJIETBOPEHUS (DU3NOJI0TUYE-
CKHUX TOTPEeOHOCTEN OpraHru3Ma, TOJbKO HEKOTOPbIE UTPAIOT KIIIOUEBYIO POJIb B pery-
JISIUUU. DTO, BO-TIEPBbIX, KaK MPaBUio, (hepMEeHTbI OHOU 13 HaUYaJIbHbIX CTAlU LIeTr
MpeBpallleHnii, 00si3aTeJIbHO HeoOpaTMMoil. Bo-BTOphIX, peryasaropHoi (yHKUMen
4yacTo HajieslieHbl (hepMEHTBI, HaXOASIIKecs] B TOUYKaX Pa3BEeTBJIECHUST METabOIMYECKUX
NyTe.

Kpome toro, peryistopHbie (GepMEHThI YaCTO KaTAIM3UPYIOT CaMble MEJIEHHbIE
(IMMUTHUPYIOIIME) CTAAUKU META00INUYECKOTO ITyTU. AKTUBHOCTb (DEPMEHTOB B 3THUX
KJTIIOUEBBIX TOUYKaAX OIMpeessieT CKOPOCTb MeTaboJu3Ma U MOXET peryjaupoBaTbCs
B OCHOBHOM TPeEMSI CITOCOOaMH.

AniocTepuyeckasi peryiasiys KJIoueBbIX (DepMEHTOB IMO3BOJISIET MOJYUYUTh He-
MEJIJIEHHBIMA OTBET KJIETKA Ha U3MEHEHUS YCJIOBUIM CPEe/bl, BhIpaXKaloliuecs B u3Me-
HEHMU KOHLEHTPALMU TTPOMEXYTOYHBIX TPOAYKTOB WM KodepmeHToB. Hampumep,
yBeJIMUYeHUE NOTPeOHOCTU KJIeTK B AT® npuBOAUT K MOBBIILIEHUIO CKOPOCTU TJIH-
KOJIM3a B MBILIEYHBIX KJIeTKaX. DHEPreTUYeCKUii 3amac KJIEeTKU OIpeaessieTcss Kak
OTHOILIEHHE:

12[AN®] + [ATO]
[AM®] + [ALID] + [ATD]

CkopocTh KaTabonm3Ma III0KO03bl 00paTHO IIPOIOPILMOHAILHA S9HEPIETUIECKOMY
3amacy KJIeTKU BCIIEACTBUE MPOTUBOITOI0KHOCTY BiusHusT AID + AM® umu ATO
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Puc. 5.3. CtpykTypa 1 peunpkynauma ATO

Ha peryasiTopHble (hepMEHTHI MIMKOAU3a. AJITOCTepruUecKas peryasiuust (pepMeHTOB
SIBJISIETCSI OCHOBHBIM CITOCOOOM PETY/ISILIMM METAO0TMUYECKUX MTyTeM.
OTpunarenbHas o06paTHas CBA3b. B IIpocTeiimmx caMoperyanpyommnxcst CUCTe-
Max yBeJInueHre KOHLEHTpallu KOHEUYHOTO MPOAYKTa MOAABJISIET €T0 CUHTE3 Ha paH-
HUX cTagusax (puc. 5.4).
IMonoxurenbHasi o0paTHast CBA3b HAOJIOMAETCs, KOTIa METa0OJUT-TIpeIe-
CTBEHHUK aKTUBMUPYET CTaJMI0, KOHTPOJIUPYIOIIYIO €ro JajbHelillee MmpeBpaileHue,
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WurudupoBanue no NpuHIKITY 00paTHON
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Puc. 5.4. lonoxuTtenbHas 1 oTpuuaTenibHas 06paTHble CBA3N

HampuMep Tepexo B 3alTacHbIe BellleCcTBa. BelrecTBo 3amacaeTcs TOJIBKO TOTAa, KOT-
Jla €T0 KOJMYECTBO IPEBOCXOANT IMTOTPEOHOCTH METAOOTMIECKOTO TTyTH.

KoBanenTHasa monudukanms KioueBbIX (hePMEHTOB MOXKET OCYILIECTBISTHCS MO
BJIMSIHUEM BHEKJIETOUYHBIX BO3ACHCTBUI (TOPMOHOB) 1 MPUBOAUTH KaK K aKTUBAILIUH,
TaK 1 K MTHTUOMpOBaHUIO (PepMeHTOB. B aTOM cityyae MeTab0JIM3M KJIETKU U3MEHSIETCS
TaK1MM 00pa30M, YTOOBI COOTBETCTBOBATH B OOJIbIIIEH Mepe ITOTPEOHOCTIM OpraHu3Ma,
geM TOTpeOHOCTIM caMoii KieTku. KoBasieHTHast MoauduKaims oObIYHO OCYIIECT-
BIseTcsa IyTteM dochopunupoBanus/nedocdopunupoanusa. dochopunmpoBane
KaTaJu3upyloT MpoTemHKuHa3bl. CooTBeTcTByWOIIMEe UM docdarassl aedochopu-
JIUPYIOT (DEPMEHT U, ClIeA0BaTeIbHO, OTMEHSIIOT Pe3yJbTaThl (hoCHOPUIUPOBAHMUSI.
KommuectBo dochoprnmpoBaHHbBIX ¢hopM depMeHTa 3aBUCUT OT COOTHOILICHMS aK-
TUBHOCTEI KMHA3bI U pocdaTasbl.

Nuaykuua wim penpeccuss cHTe3a (hepMEHTOB TTPUBOIUT K U3MEHEHUIO KOJIM-
yecTBa (hepMEHTOB U, 3HAYUT, CKOPOCTU MeTabonusma. [1ogoOHbIM crmocoboM 0be-
CIIeUMBaOTCS JOJTOBPEMEHHbIE, alanTUBHbIE U3MEeHEeHUs MeTabonu3Ma. MHayKims
U perpeccust CMHTe3a (DepMEHTOB MOTYT MTPOUCXOAUTD B KJIETKAX B pe3y/IbTaTe BJIMSI-
HUSI HA HUX HEKOTOPBIX TOPMOHOB (CM. paznen 3).
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MexaHnsm HEI‘/'ICTBI/IFI ropMoOHOB Ha meTabonusm

TOopMOHBI — 3TO MeXKKJI€eTOUHble XUMHYECKHE MOCPEeIHUKH (MecceHKephl). OHU
CEKPETUPYIOTCSI OJHUM TUIIOM KJIETOK B OTBET Ha ONpeAeIeHHbIE CTUMYJIbI (CUTHAIBI)
1 OKa3bIBaIOT BO3/ICMCTBHUE HA META0OJM3M KJIETOK Apyroro tuma. Hampumep, Kietku
OoCTpOBKOB JlaHrepraHca MoaXKeyI0uHOM Keje3bl CEKPETUPYIOT TOPMOH TNIFOKAaroH
B OTBET Ha CHUXXEHHE KOHIEHTpALMUM TJIIOKO3bl B KPOBU. [JIIOKaroH cTUMyIupyeT
pacraj INIMKOreHa B KJIeTKax NMeYeH! U MOCTYTUICHUE 3aTTaCeHHON TIIIOKO3bI B KPOBb.

TopMoHBI 00J1a7a10T BHICOKOM OMOJIOTMYECKOM aKTUBHOCTBIO. VIX AeiicTBUE Ipo-
ABJIETCH TIpU o4eHb HU3KUX KoHueHTpaumsax (107°—10-'" monn/n). C xummuyeckoit
TOYKHU 3pEHHUSI TOPMOHBI MOXKHO pa3Ie/JuTh Ha TPU TPYMIbl: 1) TOPMOHBI — MPOU3-
BOJHbIE aMUHOKMCIOT; 2) OeJKOBO-MEeNTUAHbIE TOPMOHBI; 3) CTEPOUTHbIE TOPMO-
Hbl. [OpPMOHBI OKa3bIBalOT CBOE NIEMCTBUE, CBA3BIBASICH CO CIEU(MUUYECKUMU pe-
LICNITOpaMM, pacIiojiaralollMMuUCs J1U00 Ha MOBEPXHOCTU MEMOpPaHbI KJIETKU, MO0
B 11nTo30Je. CBSI3bIBAaHME C pPelleNTopaMyu — 00sI13aTebHBIN 3Tal B IEMCTBUM TOpP-
MOHa. beJIKoBO-MenTUIHblE TOPMOHBI U TOPMOHBI — MPOU3BOJAHBIE AMUHOKHUCIOT
SIBJISIIOTCS] TUAPOMUIBHBIMU BellleCTBaMU, U IPOHMKHOBEHME UX Yepes Iia3MaTuue-
CKy10 MeMOpaHy, COCTOSIIIYIO U3 TUMTUAHOTO OUCI0S, 3aTPYAHEHO I HEBO3MOXHO.
PeuenTopbl TaKMX TOPMOHOB HAXOMATCS HAa HAPYXXKHOU MOBEPXHOCTH TJIa3MaTuye-
CcKoit MeMOpaHbl. [OpMOHBI CBSI3bIBAIOTCSI ¢ PELIEIITOPHBIMU O€IKaMU TeX y4aCTKOB
MeMOpaH KJIeTOK-MUIIIeHel, KOTOpble KOHTAaKTUPYIOT C OKPYKaIOIIeil cpeaoit, uTo,
B CBOIO OYepenb, aKTUBUPYET (DEPMEHTHYIO CUCTEMY, OTBEYAIOIIyIO 3a 00pa3oBaHMe
BTOPUYHOTO (BHYTPUKIJIETOUHOIO) MOCPEAHUKA.

CucremMa BTOPUYHBIX MOCpeaHUKOB. [losiBeHUE B KJIETKE BTOPUYHOTO MOCPE.-
HMKA SIBJISIETCS ITyCKOBBIM MOMEHTOM IS U3MEHEHHUsI MeTaboJ3Ma, OCYILECTBIIsIe-
MOro oObIMHO ITyTeM (ochopuirpoBaHus 0eaKoB. Pojib BTOPUYHBIX MOCPEIHUKOB
MoryT BoIIONHATE HTAM®, ul'M®, unosuron-tpudocdar, auammimmuuepon, Ca’t.
Haubonee pacnpocTtpaHeHHBIM U XOPOLIO W3YY€HHBIM BTOPUYHBIM MTOCPETHUKOM SIB-
JIIeTcsl UMKandeckuii 3,5’ -ageHosnaMoHodocdar (HAM®D). Casa3biBaHME FOPMOHA
C PELENTOPOM aKTUBUPYET afeHUIATLIMKIIA3Y U, CIeI0BATEeIbHO, BEAET K MOBBIIICHUIO
BHYTPUKJIETOUHON KoHUeHTpauun TAM® (puc. 5.5), 4TO COMpOBOXIACTCS YBEJM-
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Puc. 5.5. O6pasoBaHue LAMD
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YyeHneM cKopoctu ochopunpoBanus 6enka (puc. 5.6). Hamnmuue kackama dhepmeH-
TaTMBHBIX peaKIii MEXIy CBSI3bIBAHMEM TOPMOHA C PEIETITOPOM U M3MEHEHNEM Me-
Tabonr3Ma MO3BOJSIET 3HAYUTEbHO YCWINTh MEPBUUHOE Bo3neicTBUE ropMoHa. [1pu
Y4acTUM aieHUJIATIMKIa3HOW CUCTEMbI peanu3ytoTcsl 3(P(heKTbl COTHU Pa3IUYHBIX 10
CBOC MPUPOJIE CUTHATBHBIX MOJIEKYJI — TOPMOHOB, HEMPOMeIUaTOPOB, SMKO3aHOUIOB.
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Puc. 5.6. MexaHn3M feNCTBUA FOPMOHOB, OnocpefoBaHHbIN LAMO:

Rs — Hapy»HbI KneTouHblin peuentop; ALl — ageHunatuymknasa; G — Fd-cAsbiBatowuii be-

nok; MKA — npotenHkuHasa A (WLAM®-3aBrcrman npoTenHKnHasa). CBAsbiBaHMEe ropMoHa ¢ Rg

MPUBOANT K U3MEHEHMIO KOHOPMaLK peLienTopa 1 YBEINYEHNIO ero CPoAcTBa K Gg-6esky.

B pe3ynbrate 0b6pasyeTca Komnnekc ropMoH-peLenTop-Gs-TAd. O6pa3oBaHue 3TOFO KOMMIEK-

Ca CHWXXaeT CPOACTBO a-npoTomepa Gs-6enka K [N 1 yBenuunsaeT cpoacTso K [TO. IAD 3ame-
HAeTcA Ha MO
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DyHKIIMOHUPOBAHUE CUCTEMbI TPAaHCMEMOpPaHHON Iepeaayn CUTHAJIOB obecrie-
YMBAlOT OeKU: R, — peLenTop CUurHaabHON MOJIEKYJIbl, KOTOPasi aKTUBUPYET aieHU-
JaTtuukiasy, R, — peuentop cUrHaIbHOI MOJIEKYJIbl, KOTOpast THTMOUPYeET aleHuIaT-
uukinasy; G, — crumynupytomuii 1 G; — MHrHOUPYIONINii aieHUIaTHMKIIa3y OeNloK;
dbepmenTrl aneHunarnukiIasa (ALL) n mporennakunasza A (ITKA) (cMm. puc. 5.6).
ITocnenoBaTebHOCTb COOBITUIA, TPUBOASIINX K aKTUBALIMY aICHHJIATIUKIA3bI:
e CBSI3bIBAHME aKTUBATOpa aAcHWIATIUKIIA3HOM CHUCTEMbl, HAIIpUMEP TOPMOHA
(I') ¢ peuentopoM (R,), TPUBOOUT K U3MEHEHUIO KOH(MOPMALIMU pelienTopa
1 yBeIMYEHUIO eTo cpoacTBa K G,-0esky. B pesysnsrare o6pasyercsi KOMILIEKC
[TI[RI[G-TA®D];

e npucoequHeHue [['][R] x G-I 1P cHkaeT cpoacTso o-cyobeauHuLbl G -0e1ka
K I'J1® u yBenuuusaet cpoactBo K ['TD. I'J1D 3amennaerca Ha ['TD;

e BTO BBI3BIBACT JMCCOLMALINIO KomIuiekca. OTaenuBlIasicss CyObeIUMHUIA O,

cBsi3aHHasg ¢ MoJiekyJoi ['TD, obaagaeT cpoaACTBOM K afeHUIATIIUKIIA3E:

[TI[RI[G — I'T®] — [T][R] + a-TTD + By;

® B3aMMOJICICTBUE OL-CYOBEIUHUIIBI C AIEHUIATIMKIA301 TPUBOIUT K U3MEHE-
HUIO KOH(opMaLuu (pepMeHTa 1 €T0 aKTUBALIMU, YBEJIUYMBAETCSI CKOPOCTh 00-
pasoBanusg TAM® u3 ATD;

e KoH(MopManmoHHbIe M3MeHeHUsT B KoMmruiekce [o-I'TD[[ALL] ctumymupyior
noBeimeHre ['T® — docdaTazHolt aKTMBHOCTH o.-CyObeqMHMIIEL. [IpoTekaer
peakuus nedochopunupoBanusi ['TO, 1 oAUH U3 MTPOAYKTOB peaklMu — He-
opranuyeckuii pocdar (P;) oToensaercsa o a-cyoObeAMHULIBI; CKOPOCTb TUAPO-
JIN3a OTpeesisieT BpeMs TPOBEACHUS CUTHAJIA;

e 00pa3oBaHVe B aKTUBHOM IIEHTpE 0.-CyObeaMHUIILI MoseKyasl [J1dD cHika-
€T ero CpOJACTBO K aJCHWJIATLUUKIIA3€, HO YBEJIUUYMUBAECT CPOACTBO K Py-cyOb-
ennHULAM. G -0eJTOK BO3BpalllaeTCsl K HEaKTUBHOI (popme;

e eCJIM peLienTOp CBSI3bIBACTCSI C HOBOM MOJIEKYJION aKTUBAaTOpa, HAIIpUMep rop-
MOHOM, UMKJI PyHKUMOHUpoBaHUs G -0ejika OBTOPSIETCS.

AKTunBauunsa nporenHkunHasbli A (MKA)

Monekyiabl TAM® MOryT 06paTUMO COSIUHSITHCS C PETYISITOPHBIMU CYObeAUHU -
amu [TKA. Tpucoenmuenne TAM® x peryisaTopHbeIM cyobennanIaM (R) BeI3bIBaeT
auccounanuio kommekca C,R, Ha kommiekc TAM®, R, u C + C. Cyobenunuus C
MPEICTABIISIIOT COO0M aKTUBHYIO (POPMY MPOTEMHKUHA3BI A.

AxKTHBHag NMpoTeMHKNHAa3a A ¢ochopunupyet cneluduieckue 6ejJKu Mo CepuHy
U TPEOHUHY, B pe3yJibTaTe U3MEHSIOTCSI KOHMOpMaIUs U aKTUBHOCTD (hocopuInpo-
BaHHBIX OEJTKOB, a 3TO TIPUBOAUT K M3MEHEHUIO CKOPOCTH 1 HATIPaBJICHUS PEryJINpy-
€MbIX MPOLIECCOB B KJIETKE.

KonneHtpanus tTAM® B KileTKe MOXET U3MEHSTHCSI, OHA 3aBUCHUT OT COOTHO-
IIEHUs] aKTUBHOCTE! (hepMEHTOB aleHUJAaTUUKIAa3bl U ochoanuscTepasbl, KOTopast
npesBpaiaeT TAM® B AMO.
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Bosnpiiryio posib B peryisiiMi BHYTPUKJIETOYHON CUTHAJIBHON CUCTEMBI MTpa-
et 6emok AKAP,. «3asgkopeHHbIil» 6e1ok AKAP, yyactByeT B cOopke (hepMEHTHBIX
KOMIUIEKCOB, BKJIIOYAIOIIMX He TOJIBKO IMPOTEMHKUHA3y A, HO U docdoaracrepasy
u ochonporenHpocdarasy.

NHosutondpocdartHasa cucrtema

NuosutondocharHass cucteMa BKIIIOYAET TPU OCHOBHBIX MEMOpaHHBIX Oejka:
R (peuenirop), docdonunazy C u G, — 6enok, akrusupytoumii pocdonumnazy C,
a Takxke Oelkd M (hepMEeHTbl MeMOpaH ILMTO30Jis1, YYacCTBYIOIIME B CBSI3bIBAHUU
u tpaHcnopre Ca?*.

ITocnenoBaTeIbHOCTH COOBITHUI, IIPUBOASIIINX K aKTUBaLMU (ocdonmmasbl C:

e CBsI3bIBaHME TOPMOHA ¢ R MpUBOAUT K UBMEHEHMIO ero KOH(GOpMalluK 1 yBe-

JMYEHUIO cponcTBa K G ;

e oOpasoBanue komiuiekca [[][R][ G
ctBa o.-mporomepa G
3ameHsercs Ha [ TD.

DTO BBI3bIBAET AuccolMaluio komruiekea; o-GTP B3aumoneiictyet ¢ hochonu-
nazoii C u aktTuBupyer ee. CydocTparoM aToro dpepmeHTa saBisiercst hochaTuIniInHO-
suronouchocdar (PUD,).

B pesynsrare rugponusza @UP, obpasyercst U BBIXOAUT B LIMTO30J1b THAPOGUIIb-
Hoe BelecTBO MHo3uToaTpudocdar (Md-3). Ipyroit mpoaykT peakiuu, TAALAI-
ruuepoa (JAI), ocraeTcsa B MeMOpaHe M Y4acTBYeT B aKTUBaLMU (hepMeHTa Ipo-
tennkuHasbl C (ITKC).

U®d-3 cBasbiBaeTcs co crnieuuduueckuMu teHtpamMu Ca’'-kanama mMemOpaHbI
DP, kaHa1 U3MeHseT KoHpopMaLmio U oTkpbiBaeTcs — Ca?t mocTynaer B LLUTO30J1b.
B otcyrcTBHE B LIMTO3051¢ MMD-3 KaHa 3aKPBbIT.

[Mosblmenne KoHueHTpauuu Ca’' B LUTO30JI€ KJIETKM YBEJIMYMBAET CKOPOCTh
B3aumozeiicTeus Ca’t ¢ HEaKTMBHBIM LIMTO30JILHBIM (DePMEHTOM MPOTEMHKUHA30M
C 1 6eJTKOM KaJTbMOIYJTMHOM, TAKUM 00pa30M CUTHAJ, IPUHATHIN pElIeTTOPOM KITET-
KU, pa3aBanBaeTcs.

Usmenenue koupopmauuu [[TKC][Ca’"] yBennunBaeT cpocTBO LIECHTPOB CBA3bI-
BaHUs (pepMeHTa K JUIMAaM KiaeTouHoil MmeMOpansl — AT u dochaTuamnicepuny
(PC). Ha BHYTpeHHEH cTOpoHE MeMOpaHbl 00pasyeTcst (PepMEeHTHBIN KOMILIEKC —
[TIKC][Ca?*] [AAT] [®@C] — aktuBHasg npoteMHkrHa3a C, KOTopas MEHSET aKTUB-
HOCTB crielinrIecKrux GepMeHTOB, (GocHOpUINPYS X IO CEPUHY U TPEOHNHY.

B knetkax TKaHel MpUCyTCTBYET O€IOK KaJTbMOIYJINH, KOTOPbIN (DyHKIIMOHUPYET KakK
BHYTPHMKJIETOUHBI perienrop Ca?*, on umeer 4 1ieHTpa 114 cBasbiBanug Ca’*. Komruiekc
[kamsMonymmH|[4Ca’"| He o6namaeT (hpepMEHTATMBHON aKTUBHOCTBIO, HO B3aUMOIEIi-
CTBHE KOMIUIEKCA C Pa3IMUHBIMU OelKaMU U (pepMEeHTaMU MPUBOIUT K UX aKTUBALIUU.

Jlnsa cHkeHus KoHueHTpaunu Ca’t B KJIeTKe 10 MCXOIHOTO YPOBHS PabOTaIoT
cuctemsl Ca>"-AT®a3 1 TpaHCcI0Ka3 (AaHTUIIOPT).

ol —[A®P] MPUBOAUT K CHUXEHUIO CPOII-

pe-0enka Kk [J1® u ysennuenuto cponctsa K ['TO. TID
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IMpu noBbllIeHMM B KieTKe KoHueHTpauuu Ca’" yBenmumBaeTcs aKTUBHOCTD
Ca’"-AT®asm (E):

e 3TO NPUBOAUT K aKTUBALIMM ayTodochopuiimpoBaHus 1 oopa3oBaHuIo pocdo-

puarpoBaHHoit popMbl Ca?"-AT®Dasbl (E-P);
2+

e ayrodochopuInpoBaHue BbI3bIBaeT M3MeHeHHe KoHpopMaruu Ca* -ATda3zw,
CHMKeHUe ee cpoacTBa K Ca’" M BBICBOOOXIEHNE MOHOB IO JAPYIYIO CTOPOHY
MeMOpaHBI.

'/'l Docdonunasa C

CyBocrpar  Npooyxt

Puc. 5.7. IHo3uTondocdatHas crctema
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AKTMBHOCTB TpaHciokas Ca’>" u Ca’"-AT®a3 MOXeT peryJIupoBaThCs:

e KOMIUIEKCOM [KanbpmonyauH|[4Ca®t];

o [IKA (dbochopunmpoBanuem);

o [IKC (pochopunupoBaHueM), a TakKKe 3aBUCUT OT CTPYKTYpPbI M COCTaBa Jiu-

MUJIHOTO OUCII0S MEMOPAHHBI.

ITpucyrcrBytoiue B nurosoje MMD-3 u JIAI' B MemMOpaHe MOTYT B pe3yJbrare ce-
puu peakuuii onsthb npespauiarscsi B DU D,. AxrusHast [1KC ctumynupyer odbpaszo-
BaHue ®UD, (puc. 5.7).

TpaHcAyKUnA cUrHana yepes NHCYNIMHOBDIN pelenTop

Peuenrop uHcynuHa (puc. 5.8) mpeacraBiseT co00i TUPO3UHOBYIO MPOTEUHKM -
Hazy (TII), T.e. mpoTenHkuHazy, dhochopunupywiyo oeaku mo OH-rpymnmnam Tu-
po3uHa. PelienTop cOCTOMT M3 ABYX O.- U ABYX B-CyOBEOAWHUII, CBI3AHHBIX AUCYJIb-
(UIHBIMU CBA3SIMM M HEKOBAJIECHTHBIMU B3aMMOIEHCTBUSAMU, o- U [3-CYObeIUHUIIBI

AT@ AlD
MpoTenH TOCHONPOTENH

Puc. 5.8. AKTuBaumm peuentopa MHCYIMHA — TUPO3NHOBOWN
NMPOTEUHKMHA3bI
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SIBJISIOTCS TJIMKOINPOTEMHAMM C YIJIEBOJHOM YacTblO HAa HAPY>KHOW CTOPOHE MEM-
OpaHbl. BHe MeMOpaHbl HaxoasTCs a.-CyObeAMHULbI. L[eHTp CBSI3bIBAaHUSI MHCYIMHA
00pasytoT N-KOHILIEBbIe JOMEHBI O.-CyObEAUHULL, a 3-CYObEAUHULIBI TPOHU3BIBAIOT
MeMOpaHHbBI OMCJI0I 1 He YYaCTBYIOT B CBSI3bIBAHWM MHCYJIMHA.

Karanutnyeckuii nentp TII HaxomuTcs HaA BHYTPUKJIETOUHBIX IOMEHaX [-CyOb-
enuHull. IIpucoenrHeHne MHCYJIMHA K LIEHTPY CBA3bIBAaHUS Ha O-CYyObENMHUIIAX aK-
TUBUPYET ayToochopuinpoBaHue B-cyobeIUHULL, MPUUEM CYOCTPATOM CIIYKUT cama
TTI. B-cyobenuHuibl HochOpUIUPYIOTCS IO HECKOJIBKUM TUPO3MHOBBIM OCTaTKaM.
D10, B CBOIO ouepeab, NpuBoAUT K criocodHoctu TIT dochopunuposats 1 apyrue
BHYTPUKJIETOUHbIE O€KU. AKTUBALIMS U U3MEHEHUE CIelu(UIHOCTH OOYCIOBICHbI
KOH(OPMAIIMOHHBIMU U3MEHEHUSIMU PelienTopa MHCYIMHA MOC/e CBA3bIBAHUST MH-
cyJinHa U ayTodocopuIMpoBaHUsI.

DochoprnpoBaHue BHYTPUKIETOUHBIX OEJIKOB, YYAaCTBYIOIIMX B PETYJISIIUU
KJIETOYHBIX TIPOLIECCOB, MEHSIET MX aKTUBHOCTD.

CrepousiHble TOPMOHBI SIBJISIIOTCSI BelllecTBaMu TUIpodoOHoro xapakrepa. OHM
JIETKO TIpeoiojieBaoT hochOoMUNUAHbI Oapbep MeMOpaH M TMOMNaAaloT B LIUTO30J1b

Craponm O
MnasmaTi-ecrss weMDpata

O

KnesoHHE#R
Creponnkni pagantop gTBET
CrapouaHn- +
PELBTTTO R aHoabes
KOsANAAKE NOTARENTIGE
Berpaneanie
CTERONHO- aHoBEs MPHK
peUsnTOpHDIT
HOMTTERCE
B XOOMETHH

PHE-
NorMapans

Banok XposMatiHe

Pwuc. 5.9. MexaHn3m fencTena CTepouaHbIX FOPMOHOB
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KJIETKH, TAe CBA3BIBAIOTCA C perienTopaMu. OOpa3yIonniicss KOMIIJIEKC TOPMOH—pe-
LIETITOP MepeMeIaeTcs B SIIPO, B3aUMOACHCTBYET C XpOMAaTUHOM U CTUMYJIUPYET UIH
penpeccupyeT TPaHCKPUIILIMIO OTpeeeHHbIX reHOB. HekoTopble TopMOHbBI B3aMO-
JIEUCTBYIOT ¢ pelenTopaMu, JOKAJIM30BAaHHBIMU B sIJipe B COCTaBe XpoMaTHHa. Takum
00pa3oM, 9TU TOPMOHBI PETYIUPYIOT META00IMYECKUE MTPOLIECCHI, U3MEHSISI CKOPOCTh
OMOCHUHTE3a KJII0UEBBIX 0€IKOB (puc. 5.9).

KoHTponbHble 3afaHNA, TeCTbl, 3agaun

3apaHuA

1. 3anonHuTe TAGAMUIIBI, B KOTOPBIX OTPa’ke€HbI CTPOCHUWE W OCHOBHBIE (DYyHK-
LIMA KOMIIOHEHTOB, BXOJISIIINX B OCHOBHbBIC CUCTEMBI Tlepeiaud CUTHAJIa TOPMOHOB
B KJIETKY-MUIIIEHb.

Tabauya 5.1
KoMnoHeHTbI aIeHUIATIHKIA3HOI Ctpoenue u JOKATM3aANUS g
CHCTEMBI B KJIeTKe
Peuientop
Tpancaykrop curHana — G-06eyok
AneHunaTumkiIaza
BTopuuHbBIif BECTHUK CUTHAIA
[NporennkuHaza A
Tabauua 5.2
Komnouembul uHo3uTOJochar- Crtpoenue  JOKATU3aANUS T
HOIi CHCTEeMbI B KJIeTKe
Peuentop

TpancaykTop curHana — G-6e10k
AktuBatop ¢ochomaumnassl C
Dochonumnaza C

BropuuHbie BECTHUKM CUTHAIA
rOpMOHAa

Kansmomynun

[Mporennkunaza C

2. N300pa3ute cTpoeHWE MHCYJIMHOBOTO PEIIETITOPA M OOBSICHUTE, YTO ITPOMCXO-
IIAT B KJIETKaX-MUIIECHSIX TIPU TIPUCOSTMHEHUH K HeMYy MHCYJIMHA.

3. IlpencraBbre cXxeMy COOBITUI, KOTOpbIE CTUMYJIUPYET CTEPOUAHBIA TOPMOH
B KJIETKaX-MUIIEHSIX. YKaXUTe, CKOPOCTbh KAKOTO MaTPUUYHOTO OMOCUHTE3a U3MEHSI -
€TCSI TTOJ1 €0 BIUSIHUEM.
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TectoBbIE 3agaHunA

1. BriOepuTe nMpaBUIIbHbIE OTBETHI

DyHKIMI0 BTOPUUHBIX MECCEHI?KEPOB BHITIOJIHSIIOT:
A. AnpeHanuH.

b. Ca’*.

B. KanpmonmynuH.

I. Jvauunarauuepod.

. Cteponmsl.

2. Boi0epuTe NpaBUILHBI OTBET

IMporennkuHaza C:

A. KoOMIOHEHT ageHNIAaTIUKIIa3HOM CUCTEMBI.

b. ®ochopunmpyet 6eaKHM IO OcTaTKaM TUPO3MHA.
B. CsaseiBaercd c TAMD.

I KoMnoHeHT nHo3uTooc(aTHON CUCTEMBI.

. MHrubupyercsi KaJIbMOILYJTUHOM.

3. BoiOepuTe nMpaBUIbHBIE OTBETHI

WncynuH:

A. B3auMoneicTByeT ¢ o.-CyObeIMHUIIAMU peLieTTopa.

b. Bri3biBaeT nuccoumanuio o.-cyobeIMHULIBI.

B. U3mensieT KoHpopMaLnio pelenropa.

I. TIpeBpaiiaet peuenTop B THPO3MHOBYIO MTPOTEMHKUHA3Y.
. IMoseimaet KoHLeHTpaunio TAM® B IUTO30J1€ KIIETKH.

4. BriOepuTe MpaBUIbHBIE OTBETHI

HMHTerpasbHbIMU OeIKaMy MeMOpaH SIBJISTIOTCS:

A. PeuenTop nHCy/IMHA.

b. KanemonynuH.

B. Peuientop ropMoHa B aleHUJIATLUMITIA3HOW CUCTEME.
I. Peuientop cTepouaHbIX TOPMOHOB.

M. Perienitop ropmMoHa B MHO3UTOJI(ochaTHOI CUCTEME.

5. YcTaHOBHTE COOTBETCTBHE
KoMnoHeHTBbI CHCTEM Mepeaauyl CHrHAJIA

rOpMOHa Py
A. VHCYIMHOBBIN peLIeIITop. 1. HeaxTtuBHa B hopMme TeTpamepa.
b. PeuenTop ageHuUIaTLUILIa3HOM 2. OtkpoiBaeT Ca?"-KaHasbl SHIOILIA3-
CHCTEMBL. MaTUYECKOTO PEeTUKYJIyMa.
B. IlporenHkuHaza A. 3. ®ochopunupyeT OEJIKH MO OCTaTKaM
I. IIporennkunaza C. TUPO3UHA.
. Nd-3.
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6. YcTaHoBUTE COOTBETCTBHE
AneHmnaTuukaazHas cuctema (puc. 5.10)

Puc.5.10

KoMnoHeHThI cucTeMbl
A. PeneniTop.

b. G-6enoxk.

B. AneHunarumkiasa.

I tAMO.

M. TTporenHkuHaza A.
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7. YcTaHOBHTE COOTBETCTBHE

KoMnoHeHTbI cHcTEMBI DOyHKIUN
A. Peuentop. 1. @ochopunupyeT O6eIKHU IO OCTaTKaM
b. Kanbmonynun 4Ca?t. Cep u Tpe.
B. IIporennkunaza C. 2. OOpa3syeT KOMILIEKCHI ¢ (pepMeHTa-
I Ca’"-;meno sHIOIUIa3MATUYECKOTO MU U aKTUBUPYET UX.
peTUKyJyma. 3. Tunponuzyer ®PUD, no UD-3
. ®ochomumasza C. u JIAT.
3agaun

1. B neyeHu MHCYJIMH U TJIOKArOH OKa3bIBAIOT MPOTUBOIMOJIOXKHOE JeHCTBUE Ha
(bepMeHTHI OOMeHa MIMKOreHa: 3armacHoi (hopMbl MHOKO3bl. MHCYIUH aKTUBUPYET
CUHTE3 TJIMKOTeHa, MOBBIIIAET aKTMBHOCTh IJIMKOTEHCUHTA3bl M CHUXKAET aKTUB-
HOCTb (hepMEeHTa paclllelJIeHUs] IMKoreHa — rinKoreHdochopuiasel. M3BecTHO,
YTO B KJI€TKAaX MHCYJMH TakKxXe akTUBUpPYeT docdorporenHdocdarasy. [mokaron
JIEeHCTBYeT Ha METabOJIM3M TJIMKOTeHa TIPOTHUBOITOJIOXHO: CHUXKAET aKTUBHOCTD TJIM-
KOT€HCHMHTa3bl 1 TIOBbIIIIAeT aKTUBHOCTb InKoreHbochopuaassl. BcnomHuB mexa-
HU3MBI MIEpeiauy CUTHAJIa 3TUX TOPMOHOB B KJIETKU, 00BsICHUTE 3(P(PeKThl TOPMOHOB
Ha oOMeH riuMKoreHa. st oteera:

a) TMpeACTaBbTE CXeMbI Nepeayn CUrHajia TOPMOHOB B KJIETKH;

0) IpeaIoJIOKUTE, Yepe3 KaKue MeXaHU3Mbl MEHSIIOT aKTUBHOCTb (DEPMEHTOB 3THU

TOPMOHBL.

2. KopTr3oJ1 OTHOCHUTCS K IpYIIe TOPMOHOB-IITIOKOKOPTUKOUIOB, CUHTE3UPYIO-
mmxcs U3 xonecteposa. [ToBelIeHNe KOHLIEHTPALMK TOPMOHA B KPOBY CTUMYJIUPYET
B TIEUEHM CHHTE3 IVIIOKO3bl M3 IPOAYKTOB KaTabojaM3Ma aMUHOKUCIOT. OObICHUTE
53¢ deKT ropMoHa, BCIIOMHUB MEXaHU3M JEUCTBUSI CTEPOUIHBIX TOPMOHOB Ha KJIET-
KU-MUIIeHU. i1 5T0ro:

a) MpeIcTaBbTe CXeMY JCUCTBUS TOPMOHA;

0) yKaxuTe, aKTUBALIMS KaKOTO IIpoliecca JIEXKUT B OCHOBE YCKOPEHUSI CUHTEe3a

[JTIOKO3HI.

3. YBenmueHue MpoHULIaeMOCTH (peabcopO1ust) KJIETOK COOMPATeIbHOTO KaHAaJb-
L1a MOYKM 3aBMCUT OT B3aMMOJIEHCTBHSI TOPMOHA Ba30IIPECCHMHA C PELENTOPOM V,,
pacIToIoKeHHBIM Ha MeMOpaHax KJIeToK. Yepes ameHMmIaTInKIa3Hylo CUCTEMY aKTH-
BUpYeTCS NMPOTeMHKMWHA3a A, KoTopas ycKopseT ¢pochopuirnpoBaHue psiua 0eJIKOB,
B TOM uucje (pakTOpoB TPaHCKPUIMLKUU B SIAPE. DTO MPUBOAUT K YBEJIMUYCHUIO YUCIa
OCJIKOB aKBAaIIOPUHOB-2, KOTOPbIE OCYILIECTBISIOT TPAHCIIOPT BOIbI (peabcopOIIio)
U3 TIEPBUYHON MOYM B KpOBb. B pe3ysbraTe 3TOro yBeJMIMBaeTCs MPOHUIIAEMOCTh
KJIeTKM 1151 Boabl. OO0BsICHUTE yyacThe TpaHCMeMOpaHHOI CUCTEMBI IIepeJadyn CUr-
HaJla B peryJIsiiiiu peadcopOIuy BOIBI B ITOYKAaX.
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Jlns oTBeTa:

a) n300pa3uTe cxeMy Iepeaadyn CUTHAJIa Ba30IPECCHHA B KJIIETKH IOYEK;

0) oOBsICHUTE, TTOYEeMY IMOI AEUCTBHEM Ba30IIPECCUHA YBEJIWUMBACTCS KOJIMYE-
CTBO NEPEHOCYNKOB BOIHI.

DTaNOHbl OTBETOB K TeCTOBbIM 3agjaHnAm

I.B,T.

2.T.

3.A,B,T.

4.A, B, .
5.1—B,2—JI,3—A.
6.1—B,2—1,3—T.
7.1—B,2—B,3—[I.



buonoeuueckoe
OKUCACHUEe

IMenm uzyyenus. 3HaTb U yMETb OOBSICHSITh:

e 3HaueHue TpaHc(OpPMAaLIMY MTUIIEBBIX BELIECTB B SHEPTUIO XMMUUECKUX CBA3CH
AT® KaK OCHOBHOI'O MICTOYHMKA DHEPTUU B OPTaHU3ME;

e DSTambl TEepeHOca 3JIEKTPOHOB U IMPOTOHOB OT JETHAPUPYEMBIX CYOCTPATOB
K KHCJIOPOMY B IbIXaTeJIbHOM LIETIH, CTPOEHNE KOMITOHEHTOB 3TOM Lienu, dep-
MEHTHBIX KOMITJIEKCOB 1 KO(PEPMEHTOB, YYaCTBYIOIINX B €€ paboTe;

e MEXaHM3M COMNpPSDKEHUs ObIxaHus U pocdopwiuposanus AP, sddexkTus-
HocTh (pocopunupoBanuss AID B 3aBUCUMOCTU OT OKUCJICHUST Pa3IUUHBIX
cyoCcTpaToB, CITOCOOBI peryisiiuu cuHre3a ATD;

e MeXaHM3M ACHCTBUS HEKOTOPKIX JIEKAPCTBEHHBIX BEILIECTB U SII0B, HapyllIalo-
IIMX TKaHeBoe IbIxaHue u cuHTe3 ATD.

Karabosn3M OpraHMYECKMX BEIEeCTB B TKaHSIX COIMPOBOXIACTCS MOTPEeOJeHU-
eM kuciopona u BeiieneHneM CO,. DTOT Mpoliecc Ha3bIBAIOT TKAHEBBIM JIbIXaHHEM.
Kucnopon B 3ToM mpoliecce UCTIONIb3YeTcs KaK aklEeNTop BOAOPOAa OT OKUCISIEMBbIX
(meruopupyeMbIx) BelllecTB (CyOCTpaTOB), B pe3yjabrare 4ero CHHTE3UpPYeTCsl Boia.
Iporrecc oKMCITIEHNST MOXKHO TIPEICTABUTH CIICHYIOIINM YPaBHEHUEM:

SH, + 1/20, > S + H,0.

PaznuuHble okucasieMble OpraHM4ecKue BelecTBa (S-cyocTparhl) MpeacTaBisioT
c0o00#i MeTabOoJIUTHI KaTaboau3Ma, UX JeTUAPUPOBAHUE SIBISIETCSI 9K3€PrOHUYECKUM
MPOLIECCOM. DHEPrusl, 0CBOOOKIAIOIIASCS B XO¢ PeaKLUii OKUCICHMS, TUOO IMOJTHO-
CTBIO paccerBaeTcsd B BUJE TEILIA, JIMOO YaCTUYHO TPATUTCS Ha dochoprinpoBaHue
AJ1D ¢ obpazoBanueM AT®. Opranusm npespaiact okoyio 40% sHepruu, BbIIEIsI-
fo11eiicsl mpu OKUCIEHUM, B SHEPTUi0 MaKpoapruyeckux cBsizeit AT®. BoablIMHCTBO
OPraHM3MOB B OMocdepe UCITOIb3YET ATOT CIOCO0 WJIM OYEHb CXOAHbBIN ¢ HUM (B Kaue-
CTBE TEPMUHAJIBLHOIO aKIIETITOPA BOJOPOIA MOXKET ObITh HE KUCIOPOI, a APYroe COeau -
HEeHME) KaK OCHOBHOI MCTOYHUK SHEPrUU, HEOOXOAMMBIN ISl CUHTEe3a BHYTPUKIIE-
touHoit AT®. Takum myTeM KJIeTKa MpeBpaliaeT XMMUIECKYIO SHEPIUIO MTATATETbHBIX
BEIIeCTB, MOCTYMUBILUX U3BHE, B 9HEPTUIO, YTUJIM3UPYEMYIO Ha pa3Hble BUIbI PA0OTHI.
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A.SH, + 1/202 —> S + H,0 (okucieHue, 3K303pru4ecKrid Mporecc)

Oneprus —» TeruioBasi SHEprus

b. AI® + H3PO4, —> AT® (dochopunupoBanue, 3HI0IPTUIESCKHIA TIPOIIECC)

Puc. 6.1. OkncnutenbHoe docdopunvposarHre A

Peaxkius neruapupoBaHus U CIIoco0 MpeBpallieHNs BhIACIVBIIEICS SHEPTUH ITy-
TeM cuHTe3a AT® — 310 sHepreTuecku conpstkeHHble peakiuu. Cunred AT® u3
AJI® u Pi 3a cuer sHepruu OMOJOTMYECKOTO OKMCICHUS HA3bIBACTCS OKHCJIUTEb-
HbIM (hocopunmpoBannem AJID (puc. 6.1).

Lienb nepeHoca anekTpoHoB (LIM13)

YkazaHHOe BbIlIE ypaBHEHUE MIJIsI OKUCIUTEbHO-BOCCTAHOBUTEIBHON peaKLuu
MnpeAcTaBisieT codoit 00001IeHHYI0 (HOopMyY, TaK KaK U300paxkaeT MpoLecC OKUCIEHUS
CcyOCTPATOB KakK IMpsMOe AeTUAPUPOBAHUE, TIPUYEM KUCIOPO/ BLICTYIAeT B POJIU He-
MOCPENCTBEHHOTO aKlienTopa Bogopoaa. Ha camoMm fesie KMCIopo MoJyJyaeT 3J1eKTpo-
Hbl MHBIM 0OpazoM. CyllecTBYIOT MPOMEKYTOUHbIC MEPEHOCUYMKU MPU TPaHCIOPTE
3JIEKTPOHOB OT MUCXOJHOTO JOHOPA 3JIeKTPOHOB SH, K TepMUHATBHOMY aKILIENTOPY —
O,. ITonHbIi Mpoliece MpeacTaBIsgeT co00M LeNb MOCIEN0BATENbHBIX OKUCIUTEIBHO-
BOCCTAHOBUTEJIBHBIX PEaKLINii, B XOJ¢ KOTOPBIX IMPOUCXOAUT B3aUMOIEICTBIE MEXIY
nepeHocurkaMu. Kaxkmplii MpOMEeKyTOUHBIN TTePEHOCYMK BHAYAJIE BBICTYIIAET B POJIU
aKlenTopa 3JIeKTPOHOB U MPOTOHOB U U3 OKMCIEHHOI'O COCTOSTHUSI TIEPEXOUT B BOCCTa-
HOBJICHHYO (hopMy. 3aTeM OH MepeaacT 3JeKTPOHBI CJIeAYIOLIEMY MTEPEHOCUMKY U CHOBA
BO3BpallaeTcsl B OKMCIEHHOE cocTosiHue. Ha mocieqHeii craaum epeHoCYrK repeaet
BJIEKTPOHBI KUCIIOPO/Y, KOTOPBII 3aTeM BOCCTaHABIMBAETCS 10 BOAbl. COBOKYITHOCTh
IOCJIEIOBATEIbHBIX OKHUCIUTEIbHO-BOCCTAHOBUTE/IBHBIX pPEaKLMii Ha3bIBacTCs Iie-
b0 mepeHoca (TPAaHCHOPTA) IJEKTPOHOB, UM AbIXATeJbHOH Hemblo (puc. 6.2).

ITpomMeXXyTOUHBIMU TIEPEHOCUMKAMM B JIbIXaTEIbHOU 1LIeTI Y BBICIIMX OpPraHU3-
MOB ABJISIOTCA KodepMeHTel: NAD" (HUKOoTMHAMUI-afeHUHAMHYKIeoTnn), FAD
u FMN (baaBUHaJeHUHIMHYKICOTUA U (PIaBUHMOHOHYKJIEOTH), KoepMeHT Q
(CoQ), ceMeiicTBO remMcoaepxKalinx 0eJIKOB — IIUTOXPOMOB (0003HaUYaeMBbIX KaK 111~
TOXpOMEI b, C|, C, &, a;) ¥ OEJIKM, COIepXKalMe HETEeMUHOBOE XeJe30. Bee yuacTHUKM
STOM LIETT OPTAaHMU30BAHbBI B YEThIPE OKUCINTEILHO-BOCCTAHOBUTEIBHBIX KOMITIEKCA
(cM. puc. 6.2), cBg3aHHbie youxuHOHOM (C0oQ) M LIUTOXPOMOM C.

[Tpoliecc HauMHaeTCsl ¢ MepeHoca MPOTOHOB U 3JEKTPOHOB OT OKHUCISIEMOTO
cyocrpara Ha KodepmeHTsl NAD' wnn FAD. Dto onpenensgercd TeM, ABISETCA N



S°H ‘0D ‘19aTMHenN — ||| DHSLULWOY ‘HUTTMIWNOHULHE — || D3aLLWOX ‘I91edA1ngdeg ‘HoHa10d — | DaLLWOoX €] | 80doLngurIHN
BME1OVRY e1I3|\ "ELI[T LHOHOLWOM MI980XLR9H — ) LHIWAIPOY ||| U || /| 80IHSLULIWON XIGHLHIWAS( 8e110D g LBITOXE 1 OE3LAK S0GOHUWDISH
Lexdafod §a4 miLaq mdiTHOXOLMW I9HedQWSW 0L WOHTMUKML 8 0i9Ld0HKMEToU unmoiereLgo ouag ymimexdaFoowal niaHdBLASISLOWON
-€MH — > wodxoLun{] ‘undHoxoLnmw saHedgwaw NSHHIALAHE 08 eHegosuLresOL €eHR10dTNIST XIawndnaee-Ty@ xmIAdT 10 SMhKMLLO 8 ‘eERHAI
-odnisrLeHUNHAD — || dx3LLWO3 ‘UdITHOXOLMW SHeAQWSW YSHHRALAHE 08 SI9HHKOLOLdRd ‘1930 SITHABLANSLIOWON0DIaE — Al U ||| /]

:aoHodLy9LEe eDOHadDL 9ua BeHALendTHOXOLUI *Z°9 *dund

DLV oIV
\ g

A
3 5 | BeelHMO ndTHOXOLUN OMUdLRIA
~OLV

T T @ VIA
OH o/l S HS

+dVN  HAVN

oo

NUAITHOXOLUW

eHRAQWON
Sod .%ﬁ BBHHAALAHY

semmmmmm-mm -

odrLoHedroodin
N ] \ QOHHRAQWIWXKOI
\
\

gy TPETSSononse ot

’ \ I / _,
! : \ eeRHAIOdIUIAN - —
BERTIONONOAXOLUTT — A o anxmb\ﬁ i HAVN — 1

eeeHOIOdTIIDT-"HO) — [11 O tHoWdaoyy



Pasgen 6. buonoruueckoe okuncneHne 157

JIeTUIpOreHasa, KaTajausupylolas mnepBylo craguio, NAD-3aBucumoit wim FAD-
3aBucrMMOil. NAD-3aBucumasi JeruaporeHasa KaTtaJusupyeT peakiluu OKUCIeHUS
HEITOCPEICTBEHHO cyOcTpaTa (mepBruHas aeruaporeHasa). NAD™ asnsgercs Kodep-
MEHTOM | BBHITIOJTHSIET POJIb aklenTopa Bomopoaa (puc. 6.3). FAD-3aBucumas neru-
JIPpOreHa3’a TakKe BBIMOMHSIET (PYHKUMIO TEpBUYHON aeruaporeHasbl. KodbepMeHT
FAD gBnsieTcsl akuenTopoM Bomopoga oT cyoctpaTta. Eciau mpoliecc HauMHaeTcst
¢ NAD™, 1o cienyomuMm repeHocyukoM oynet NADH-zneruaporenasa, kohepMeH-
TOM KOoTopoii saBisiercst FMN.

Tun yyacTBylollleil AeruaporeHasbl 3aBUCUT OT MpUpoabl cydocTpara. Ho Kakum
Obl HU OBLIT MCXOAHBIN CYOCTpAT, 3J€KTPOHBI U MPOTOHbBI OT (hJIJABUHOB MEPEHOCSITCS
K KodepMeHTy Q, a Jajbliie MyTU JeKTPOHOB U MPOTOHOB PACXOIATCS. DJIEKTPOHbI
C TMOMOIIIBbIO CUCTEMBI IUTOXPOMOB TOCTUTAIOT KUCIOPOa, KOTOPHIi 3aTeM, IMPUCO-
€/IMHSsIs1 TPOTOHBI, ITpeBpaliiaeTcs B Boay. YToObl pa3o0paThbesi B CUCTEME TPAHCIIOpTa
3JIEKTPOHOB, HEOOXOIMMO TTO3HAKOMUTLCS C OTAETbHBIMU €€ YYaCTHUKAMMU.

H O
I ||
C\ +
= | NH2 +2€ +2H
St T2e, 2HT + H
I
R R
NAD* NADH + H*
A
| t
H;C N_ _N_ _O HsC N_ _N_ _O
z +2¢7, +2H7
— NH - +
H3C N -2e 5 -2H
0
. FAD (FMN) FADH, (FMNH,)

Puc. 6.3. KopepmeHTbl fiervaporeHas.

CrpyKTypHble dopmyrbl pabouein yactu kodepmeHToB NAD* 1 NADP* (A), FAD n FMN (5). B okuc-
JIEHHOW PpopMe HUKOTMHaMKMAHblE KopepMeHTbl 0603HauatoT kak NAD* n NADP?, Tak Kak OHu
HeCyT NONOXMTENbHbIA 3apAf Ha aTOMe a3oTa MMPUAMHOBOIO KonbLia. B peakumax gerngpupo-
BaHVA U3 [BYX aTOMOB BOAOPOAQ, OTLLEMNIAEMbIX OT OKMCIAEMOro cybcTpaTta, HUKOTUHaMULHOE
KOMbLIO NPVCOEeAUHAET MOH BOJOPOAA 1 iBa NIEKTPOHa B dopme rugpug-noHa (:H). Bropoii noH
nepexogut B cpepy. B o6patHo peakuyun NADH (NADPH) BbicTynatoT B KauecTBe JOHOPOB 3J1eK-
TPOHOB 1 NPOTOHOB. B xoae peakunn FAD n FMN npucoeanHA0T ABa SNEKTPOHa 1 ABa NPOTOHA
kaTtanusunpyembix FAD-3aBucumon n NADH-gerngporeHasamm
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Cumson 2H" o3HayaeT aBa NpOTOHA, OOLIMHO TEPEHOCUMMBIX B BUIE TMApUIA
noHa. B 3ToM cityuae BMECTO TEpPMUHOB «JOHOP 3JIEKTPOHOB» U «aKIEITOP 3JIEKTPO-
HOB» MHOT/IA MCTOJIb3YIOT TEPMUH «IOHOP WJIU aKILIEeTITOP BOJOPOIa».

NADH -aeruaporenasa katanuzupyet okucieHrue NADH u BocctaHoBiIeHUE yOou-
xuHoHa (CoQ). [TepeHocunkom Bomopoa siBisieTcst KopepmeHT — FMN (Komrieke
I Ha puc. 6.2). Crpoenune paboueii yactu FMN npezacrasieHo Ha puc. 6.3. B mpoiiecce
peakuuny Bonopo cHavazia rnpucoeanHsercss K FMN, coenmHeHHOMY ¢ (pepMEHTOM,
a 3aTeM IIPOTOHBI TIOCTYITAIOT B MEXXKMEeMOpaHHOE MMPOCTPAHCTBO, a AJIEKTPOHBI C TT0-
Motrsio FeS-6enkoB nepenaiorcst Ha youxuHoH. DaaBuHOBBEIE KodepmenTsl (FAD
n FMN) conepxaT npou3BogHble BUTaMUHA B, 1 MpoYHO CBsA3aHbI ¢ (pepMEHTOM,
1MoaToMy (bepPMEHTHI, B COCTaB KOTOPBIX OHU BXOJST, Ha3bIBAIOTCS (hJ1aBONPOTEHHA-
MU. AKIIEITOPOM 3JIEKTPOHOB OT KoMIuiekca I siBisiercst youxuHoH (KodepMmeHT Q,
puc. 6.2, 6.4) — Mpou3BOIHOE U3OIPEHA, Er0 Ha3BaHME BO3HUKIIO M3-3a ITOBCEMECT-
HOM pacripoCTpaHEHHOCTH B IIPUPOJIE.

Monyuyas 2H* n3 mMarpukca MUTOXOHAPHII, OH BOCCTAHABIMBAETCA B YOUXU-
Hosl. KodepmeHT Q pgeiicTByeT KaK TNEPEHOCUMK 3JEKTPOHOB Ha ILUTOXPOMBI.
LIMTOXpOMBI — 9TO reMOMNIPOTEHHBI, COAepKAIIME B KAUECTBE MPOCTETUUECKON rpyT-
TIbI TeM, TIPOYHO CBSI3aHHBIN ¢ OEIKOBOI YacThlo. ATOM XeJie3a B TeMe MOXKET MEHSITh
BaJICHTHOCTD, TIPUCOEAMHSIS WJIN OTIABast 3JIeKTPOHBI:

+e
Fe’t «—— Fe?*.
_e-

B npIxaTebHOM LIeTU LIMTOXPOMBI CITY>KAT IMepeHOCUMKAMM 3JIEKTPOHOB U pacio-
JIararoTcsl COOTBETCTBEHHO BEJIMYMHE OKMCIUTEIbHO-BOCCTAHOBUTEJIBHOIO TMOTEH-
Lpaja cylefylolnM oopasoM: b, ¢, ¢, a, a;. [eMOBbIE TPYNIIBI LUTOXPOMOB CBSI3aHbI
¢ 0EJIKOBOIM YaCThI0 KOOPAMHALIMOHHBIMU CBSI3SIMU MEXKIYy MOHOM KeJie3a U COOTBET-
CTBYIOLIMMU AMUHOKHUCJIOTHBIMUA OCTATKAMH.

B unroxpomax ¢ M ¢, TONMOJHUTEIBbHBIE KOBAJIEHTHBIE CBA3M (DOPMUPYIOTCS MEX-
Iy TUOJIOBBIMM TpyNIIaMM LIMCTeMHA M OOKOBBIMM BUHWJIBHBIMM T'pYyHIIaMHU TeMa.
QH,-nerunporenasa (kommiexkc Il Ha puc. 6.2) mpencraBisier co6oil KOMILUIEKC
LIUTOXPOMOB b 1 C;. DTOT (epMEHT KaTAIU3UPYET OKUCIEHUE BOCCTAHOBJIEHHOIO
KodepMeHTa Q M MEPEeHOC BJIEKTPOHOB Ha IIUTOXPOM C. DJIEKTPOHBI MOCeI0Ba-
TEJIbHO MEPEHOCSITCS] aTOMaMHU KeJjle3a LMTOXPOMOB b 1 ¢, a 3aTeM MOCTYNaIoT Ha
LIUTOXPOM C. B TO ke BpemsI IIpOTOHBI 32 CUET SHEPTUHU, BHIACISIIONMICIICS B IIPOLIEC-
ce TpaHCIIOpTa €~ ¢ LIMTOXpoMa b Ha LIMTOXPOM C, BBIIEJISIIOTCS B MeXKMeMOpaHHOe
MPOCTPAaHCTBO. LInToXpoMoKCcHIa3a BKIIOYaeT KOMIUIEKC IUTOXPOMOB a U a; (KOM-
miekc IV Ha puc. 6.2). LiIuTtoxpoMoKkcHaasa KpoMe reMa COIepsKUT MOHBI MEeIU, KO-
TOpBIE CITOCOOHBI MEHSITh BAJICHTHOCTh M TAKUM CITOCOOOM y4acTBOBATh B IIepeHOCE
BJIEKTPOHOB:

+
Cu*t PN Cu"*.
_e_
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0]
H;C—0. CH;
CH} ?Hi
HyC—0 (CHa-CH=C—CH;),;—CH>-CH=C—CHj;
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Youxuuon (kodepmenr Q)
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R; R 1 3 3 ; Ry
e+ H e+ HY | =
==
R_; R| R_q R| R; R|
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Oxuneiennas Cemuxunon Boceranornennas
hopma Q ((popma cBobOA- tpopma QH»
HOU'O pajukana) .
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Puc. 6.4. CtpyKkTtypa yomxuHoHa (kopepmeHTa Q):

N — YKCIIO M30MNPEHOVAHBIX 3BEHLEB. YOUXMHOH MOXET MPUHUMATb OAUH 3NIEKTPOH 1 NpeBpa-
LLATbCA B CEMUXVHOH W [1BA 3IEKTPOHA U MOJIHOCTbIO BOCCTAHABMBATLCA B FAPOXUHOH (you-
XUHOJT)

IHuroxpomokcuaasa (komruieke IV Ha puc. 6.2) TepeHOCUT BJEKTPOHBI C LK~
TOXpOMa ¢ Ha KUCJIOpoJ. B mepeHoce 3JIeKTPOHOB y4acTBYIOT cHauyalla MOHBI JKe-
Jie3a LUTOXPOMOB a U a5, @ 3aTEM MOH MEIW LIMTOXpOoMa a;. MoJiekysa Kuciaopoaa
CBS3BIBAETCS C XKEJE30M B reMe [IUToOXpoMa a,. CienoBaTesbHO, IEPEXO0] ANEKTPO-
HOB Ha KMCJIOPOJ, C MIOHA MEIX LIUTOXPOMa a; IPOUCXOAUT Ha MOJIeKyIe (hepMEHTa.
Kaxaplit U3 aTOMOB MOJIEKYJIbI KUCJIOPOJAA TPUCOCAUHSIET 10 1B 3JIEKTPOHA U TIPO-
TOHA, 00pa3ys MpU 3TOM MOJIEKYJTY BOJHI.

Beaku, cogepxamue HereMMHOBOE XkeJie30. HekoTopoe KOIM4ecTBO aTOMOB Ke-
Jie3a B MUTOXOHIPUSIX CBSI3aHO HE B TeMe LINTOXPOMOB, a 00pa3yeT KOMIUIEKCHI C APY-
UMM OesIKaMu. DTU OeJIKM Ha3bIBalOT TakKKe KeIe30CepHBIMU, TaK KaK aTOMBI XKeJie3a
CBSI3aHBI C aTOMaMM Cepbl [IMCTEMHOBBIX OCTATKOB. belku, copepxaiine HereMMHO-
BOE 3KeJIe30, YJaCTBYIOT B TIepeHOCe 3JeKTpOHOB B cocTaBe KoMmruiekcoB I u I11. Xotsa
HE COBCEM SICEH JI0 HACTOSIIIErO BpeMEeHU MEXaHU3M UX JCUCTBUS.

OkuncnutenbHoe pocpopunnpoBaHne

DHeprusi, oOpa3ylolasicsl MpU IIPOXOXISHUM ITOTOKA 3JIEKTPOHOB IIO bIXa-
TEJIbHOM LIeNU, VICIOJIB3YEeTCsl IJIsT COnpsKeHHOoro dochopunupoanusa AJD. Dtu
JIBa IIpoliecca B3aMMO3aBHCUMBI: OKHCJIEHUE HE MOXET MHpPOTeKaTb B OTCYTCTBHE
AI®. CooTHolIeHUE OKHMCIeHUST U (ochoprmimpoBaHus oIrpeneisercsd Kodhdu-
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uueHtoM P/O, mokasbiBalolmM, Kakoe KojnuecTBo Pi ncroiab3yercss Ha oOpa3oBa-
Hue AT® npu npespauieHnn ogHoro rpamma atoma O, B H,O (konnyectBo modeii
dochopummpoBarnHoro AJII® Ha 1/2 moins kuciopona). Koapduument P/O HasbI-
BaeTcsl KO3 huImenToM OKUCIUTEIbHOro (hochopuanpoBaHus U 3aBUCUT OT TOY-
K1 BXOXIEHHUsS BOCCTAHOBUTEIbHBIX SKBMBAJICHTOB B II€Tb TPAHCIIOPTA 3JIEKTPO-
HoB. Hammpumep, mist cyoctpaTtoB, okuciasieMbix NAD-3aBuCMMOM JeruaporeHasoim,
P/O = 3, Tak KaKk B IbIXaTeJbHOM 1IeTIM €CTh TPU y4acTKa, TJe MepeHoC 3JeKTPOHOB
conpsixkeH ¢ cuHTe3oM AT®. He Bce cybcTpaThl nepenatoT 371eKTPOHBI M TTPOTOHBI
Ha NAD, Hekotopbie okucasiorcss FAD-3aBUCMMBIMU JeruaporeHa3aMu, KOTOpbIie
TIePEHOCAT TPOTOHBI 1 3JIEKTPOHBI cpa3y Ha YOMXWMHOH, MUHYs KoMIuteke 1. B atom
ciayyae P/O = 2. B neiictBuTebHOCTU Koa(pduiimeHT hochopuivpoBaHusl Bceraa
MEHbIIIe TEOPETUUYECKOI BEJTMYMHBI, TOTOMY UTO YaCTh SHEPTHU, BEICBOOOXKIAIOIIICTH -
csl TIPU TPAHCIIOPTE BJEKTPOHOB, pacxomyeTcs He Ha cuHTe3 ATD, a njs mepeHoca
BEIIIECTB Yepe3 MUTOXOHAPHUAIbHYIO MEMOpaHY.

B cytku uyenosek moTpebisieTr B cpeaHeM 27 Mosei kuciaopoaa. OCHOBHOE ero
KOJIMYECTBO (MPUMEPHO 25 MoJieil) MCIONb3yeTCsl B MUTOXOHAPUSIX B JIbIXaTesb-
Hoit nenu. CiegoBaTebHO, €XECYTOUHO cuHTE3upyeTcst 125 moneit AT® unu 62 xr
(ripu pacuere ucoJb3oBaau KosadduuneHt P/O = 2.5, T. e. cpeaHee 3HaueHUE KO3} -
dutmenTa dochopunupoBanmst). Macca Bceit ATD, comepxaieiicss B opraHu3Me,
cocranyseT npumepHo 20—30 . itak, MOXHO cieaTh BBIBOII, YTO Kaxkaass MOJIEKYJ1a
ATO® 3a cyrku 2500 pa3 mpoxoauT IIpoLecC THAPOIN3a U CUHTE3a, YTO U XapaKTepu-
3yeT MIHTEHCUBHOCTb oOMeHa AT®.

ConpsKeHue paboTbl AbIXxaTeNbHOW Lienu
c npoueccom cuHTesa ATO

Cyl1iecTBOBaHME TAKOTO COTPSIKEHUST 1OKA3bIBACTCS TEM, YTO MOKHO MHTUOUPO-
BaTh obOpazoBanue AT®, He Hapyllas Ipolecca TPaHCIIOPTa 3JIEKTPOHOB. DTO JI0-
cTuraeTcs 1006aBJIeHUEM XMMUYECKUX BEIIECTB, HAa3BaHHbIX pazooiuTeasmu. [Tocie
yoaneHus pasoommreneii cuHTte3 AT® BoccTtaHaBnuBaeTcs. M3ydeHne MexaHM3Ma
COTPSIKEHUY J1aeT OTBET Ha OCHOBHBIE BOITPOCHI:

1) xakuM 00pa30M TPAHCIIOPT 3JEKTPOHOB CIYKUT UCTOYHUKOM SHEPTUMU;

2) Kak 5Ta 3Heprus obecrneunBaet rpotekanue peakuu AP + Pi — ATO.

OODBsICHSIET MEXaHU3M COIIPSIKEHUSI XeMOoCcMoTHUUYecKasi Teopusi. JlokazaHo, 4To
komruiekcsl I, IIT u IV nenu nepeHoca 371eKTpOHOB (PYHKIIMOHUPYIOT KaK MPOTOH-
Hble (H")-1momisl, ocyLecTBIIsAs IIEPEHOC IIPOTOHOB U3 MATPUKCA YePE3 BHYTPEHHIOKO
MeMOpaHy B MeKMeMOpaHHOE IMPOCTPAHCTBO. 3aTpaTa SHEPTUK Ha BRIOPOC IIPOTOHOB
13 MaTpUKCa IMPOMCXOUT 32 CUET IK3EPrOHUUECKUX OKUCIUTETbHO-BOCCTAHOBUTEb-
HbBIX peakliiuii ApixaTesibHO# Lenu. [lepeHoc MpOTOHOB MPUBOAUT K BOBHUKHOBEHUIO
pasHOCTH KoHLeHTpauun HY ¢ IByx cTOPOH MUTOXOHIpUAIbHOI MeMOpaHbI: Gojiee
BBICOKAs KOHIIEHTPALIMSI OYIeT CHApYKU 1 00Jiee HU3Kast — BHyTpH (puc. 6.2, 6.5, 6.6).
MuTOXOHIPUS B PE3yJIbTaTe MEPEXOIUT B «IHEPTU30BAHHOE» COCTOSTHUE, TAK KAaK BO3-
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M TONOH AP AT
MERTRMRG

Memnnembpa e
MEOETPAHITED H+-ATQ-CuiTETER

Puc. 6.5. ConpsxeHure Lienn TpaHcnopTa 3/1eKTpoHoB 1 dochopunvpoBaHus ALD
nocpeAcTBOM NMPOTOHHOIO rpajmMeHTa

Marpuie

T

Komnnexe | A Kamnnexe | Komrnexc IV
H H

Puc. 6.6. ConpsakeHne nepeHoCa 3NeKTPOHOB Yepes AbixaTenbHbl Kommnekc il
C TpaHcnopTom H* yuepe3 membpaHy.

BoccTaHoBneHHbIN y6uxuHoH (QH,) B3aumogeiicteyeT ¢ Fe** rema b, 1, BocctaHaBnmBeas ero, oc-
BOOOX/JaeT MPOTOH B BOAHYI0 ¢pa3y, npeBpaLadcb B ceMxrHoH (HQ¥). SnekTpoH ot rema b, ne-
peHocuTcs Ha Fe3* rema b,. HQ* otaaet BTopo 3neKTpoH Ha FeS-LieHTp, pacronoxeHHbli 6avike
K Hapy>HOW MOBEPXHOCTV MeMOpaHbl; NPy STOM BTOPOW MPOTOH OKa3blBaeTCA B MeKMeMbpaH-
HOM MPOCTPaHCTBE; 2NeKTPOH NepefaeTca Ha LIUTOXPOM C,, a Aanee Ha LUTOXPOM C. OKUCIEHHBbI
Q anddyHAMpPYeT K BHYTPEHHE CTOpoHe MeMOpaHbl, FAe NoslyyaeT 3eKTPOH oT rema b, 1 npo-
TOH U3 MaTpurKca, npeBpawadcb B HQ*. HQ* nonyyaeT anekTpoH oT Komnnekca | n NpoToH u3
MaTpuKca; B MembpaHe obpasyetca QH,, 1 Becb mpoLiecc NoBTOpAeTCA CHavyana
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HMKAET rpaJiIieHT KOHUeHTpauu H* 1 0mHOBpEMEHHO Pa3HOCTb SJIEKTPOXMMUYECKIX
MMOTEHLIMAJIOB CO 3HAKOM IUTIOC HA HAPYXKHOI MTOBEPXHOCTU. DIIEKTPOXUMHUUECKUIA ITO-
TEHIIAAT CTUMYJIMPYET IPOTOHBI IBUTAThCA B OOpPAaTHOM HaIlpaBICHWH, HO MeMOpaHa
HeTIpOHMIIaeMa JUTSI HUX KPOME OTAETbHBIX y9aCTKOB, HA3bIBAEMBIX TIPOTOHHBIMM KaHa-
JaMu. OOpaTHBIH TTepeHOC TTPOTOHOB B MATPUKC SIBJISIETCS] 3K3€PTOHUYECKUM TPOLIEC-
COM, BBICBOOOXKIAIOIIASICS TIPU 9TOM 3HEPrusl UCIMOJb3yeTcs Ha (dhochopuampoBaHue
AIO®. Karanusupyer npouece dpepment H-AT®-cunrasza (xomruieke V Ha puc. 6.2),
COCTOSIIIIast M3 TIPOTOHHBIX KAHAJIOB, MMPOHU3BIBAIOIINX BHYTPEHHIOI MEMOpPaHy MU-
TOXOHAPUU M 00PAIllEeHHON B MATPUKC «TOJIOBKM», COCTOSIILIEH U3 CYyOBeINMHMUILL, yda-
cTByOIMX B 00pazoBaHuu ATD (cm. puc. 6.2 1 6.5).

Paso6weHune gbixaHusa n pocpopunnpoBaHuns

YoenuTenbHbIe 9KCIIepUMEHTATbHBIE JOKA3aTeIbCTBA B MOJIb3Y OMTMCAHHOTO MEXaHU3-
Ma COIPSDKEHMSI IbIXaHus 1 (pochoprIMpoBaHMS ObLIM TTOIyYEHBI C TIOMOIIBIO MOHO-
(opoB. MoneKyIIBl 3THX BEIIeCTB, KaK MPaBUIIO, JTUITOMIIHLHBI 1 CITOCOOHEI TTEPEHOCHUTh

OH Q=

BuyTpaHHna
mMambpaya
MUTOXCHADWA

pHETH++++
OH o
NGO, NO, W
-
H NO, H NO, H
H H H H

Puc. 6.7. MexaH3M pa3obLieHns gbixaHus 1 GochopunmpoBaHus.

MpoToHMpoBaHHas dopma 2,4-anHUTPOdEHONA NEPEHOCUT MPOTOHbI YePE3 BHYTPEHHIO MEM-
6paHy MUTOXOHAPUIA U MPENATCTBYET 06Pa30BaHMI0 MPOTOHHOIO rpagueHTa
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HMOHBI yepe3 MemOpaHy. Hampumep, 2,4-nuHutpodeHo (mpoToHogop) Jjerko audgyH-
IUPYeT uepe3 MeMOpaHy B MOHU3MPOBAHHOW U HEMOHM3UPOBAHHOU (opMe, TIepeHOCs
MPOTOHBI B CTOPOHY UX MEHbIIIEN KOHLIEHTPALIMK B 00X0 IIPOTOHHBIX KaHAJIOB (puc. 6.7
n 6.8).

Takum obpaszom, 2,4-TUHUTPOGEHOT YHUUTOXKAET MEKTPOXUMUUYECKUI TTOTEHLIN-
an u cuHTe3 AT® cUIbHO CHMXXAETCS, XOTSI OKUCJIEHE CYOCTpaTOB IIPY 3TOM IIPOMC-
XoauT. B aTOM ciyyae sHeprust ApixaTebHOM eI B OCHOBHOM paccerBaeTcsl B BUJIE
TEIUIOTHL. DTUM OOBSICHSIETCS IMMPOTeHHOE NeiCcTBUE pa3odimTeneii. Pazoomatommm
JeiicTBreM 00J1agaloT HEKOTOPhle aHTUOMOTHKM, TaKie KaK BaTMHOMMIINMH U TpaMu-
LIMIVH.

ITpuMepom pazoOLIMTEAeii MOTYT OBITh HEKOTOPBhIE META0OMUTHI, €CJAU OHU 00-
pas3yloTcs B opraHu3Me B BBICOKMX KOHIIeHTpauusax. K TakuiM BeliecTBaM OTHOCSTCS
OMIMpyOMH — MPOAYKT KaTaboamu3Ma reMa, TAPOKCUH — TOPMOH IIIMTOBUIHON Xele-
3bl. Pazobmaiommm aeiictBrieM 00/1a1al0T HEKOTOPHIE JIEKapCTBa, HAIlpUMep AUKyMa-
pOJ1 — aHTUKOATYJISIHT.

nblxaTeﬂbelﬁl KOHTPO/JIb

CKOpOCTb JbIXaHUS MUTOXOHAPUI MOXKET KOHTPOJMPOBATHCS KOHLICHTpaluei
AID. D10 00BICHSETCS TEM, UTO OKUCIeHME U HOCHOPUINPOBAHUE XKECTKO COIIPS -
JKeHBI. DHeprus, HeoOXxoaumas KJIeTKe JJIs COBEpIICHUST pabOThI, ITOCTABJISIETCS 3a
cuet runposmza AT®. Konnenrparusg AP mpu 3ToM yBeTMUUBACTCS; B pe3yIbTaTe
CO3/1aI0TCS YCJIOBUSI [IJIs1 YCKOPEHMUS IbIXaHMSI, YTO W BeJeT K BOCIOJHEHUIO 3a11acoB

MessmerbpaHHoe NPoCTREHCTRO

T RCOO = RCOOH
paniL 51 2 3 Messfipasa

‘- MATOXOHARWA
Il reoo -f— RCOOH i

Matpukc

Puc. 6.8. MexaH13M pa3o6LaioLLero AeCTBUS XUPHbIX KUCOT:

1 — BblKauMBaHNe MPOTOHOB AbIXaTeSIbHOWN Lienbio; 2 — MPOTOHMPOBAHME aHUOHA XMUPHOW

Kncnotbl; 3 — auddysna NPOTOHMPOBAHHON KUPHOW KUCIOTbl K BHYTPEHHEW MOBEPXHOCTYU

MemMbpaHbl; 4 — guccouraums RCOOH c obpasosaHrem RCOO™ n noHa HY; 5 — nepeHoc RCOO~

nocpepctsom ATO/AD-aHTNopTepa nnm pasobLuatoLiero 6enKka K Hapy»HOM MOBEPXHOCTY MU-
TOXOHZPWaNIbHON MeMOpaHbl
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AT®. TakuMm o6pa3oM MoBbIlIeHUe KOHLeHTpauuu AJI® ctumynupyet padoty LIT1D,
a yBenmmaeHue comepkanust AT® ee cHITKaeT.

MHrn6murtopbl Lienu TpaHCNopTa 3/IeKTPOHOB
n okucnaurtenbHoro ¢pocpopunupoBaHna

MHruduropsl, OJOKUPYIOLIME AbIXaTeJbHYIO 1IEIb, JEUCTBYIOT B OIpeaeJeHHBIX
MecTax, TIPETITCTBYS paboTe IbIXxaTeJbHBIX (hepMeHTOB. B pe3ynsraTe mpIxaHue CHU-
JKaeTcs 1 YeJI0BEK BIIaJaeT B COH (P yIOTpeOIeHn: 0apOUTypaToB) TN0O AbIXaHKE
MpeKpalliaeTcsi CoBceM (MHrMOUTOpHI KoMIuiekca IV, HanpuMep LiMaHuIbl) U YeI0BeK
ymupaet. [IprMepbl MTHTMOUTOPOB TTPUBEAECHBI B TTOAICH K puc. 6.2.

KOHTpO.ﬂbeIe 3alaHNA, TeCTbl, 3ajauun

3apaHun

1. 3amosHUTH TAOIMITY.
Oxucanrenbhbie peakuun B LITID

Kodepment — Kodepment —
Karamu3upye-
®epmentsi ITITD JIOHOP 3JIEeK- aKuenTop
Mas peakuus
TPOHOB 3JIEKTPOHOB

1 NAD-3aBrucuMast reruaporeHasa
FAD-3aBucumast nerugporeHasa
NADH-nerunporeHasa

QH,- neruaporeHasa

(O I S I S

IlutoxpoMokcumasa

2. Hanumute dopMynamMu peakiyio IerMIpupoBaHus CYKIIMHATa, KaTaalu3upye-
myto FAD-3aBucuMoii aeruaporeHasoi, mpencraBbTe MyTh 3JIEKTPOHOB U IPOTOHOB
OT cyKuMHaTa K kuciopony. Onpenenute 3HadeHrue P/O B mannbix LII1D n ykaxwure,
Kak MopJiusieT Ha oTHoueHue P/O nmpucytcTBue 6apOUTypaToB B peaKIIMOHHOM cpejie,
rae OyaeT MPOUCXOAUTh OKUCIeHNE CYKIIMHATA.

3. Hanummre dopmynamu peakiuio OEerMAPUPOBAHUS MajaTa, KaTaau3upye-
my1o NAD-3aBucUMOIi 1erMaporeHas3oi, IpeacTaBbTe MyTh JIEKTPOHOB U IIPOTOHOB
oT Majata K kuciopony. Onpenenute 3Hauenue P/O B maHHOM Lenu. YKaxuTe, Kak
n3MeHuTCcs oTHoleHue P/O, ecnm B peaKIIMOHHOIM cpejie, rme OyIeT POUCXOIUTh
OKMCJICHUS MaJjlaTa, IIPUCYTCTBYIOT:

a) 2,4-nMHUTPOGhEHOT;

6) H,S.
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TectoBbIE 3agaHunA

1a. YcraHoBHTE COOTBETCTBHE

MuToxoHApHAIbHASA Lenb NepeHoca 3jeKTpoHos (III1D)

®

o
i

\
\

T sasosssscassascoccociposmssmssmmsmectioosnsy |

®

M

———————

N == =

®DepmeHThI (Ha cXeMe 0003HaYCHBI OYKBAMM )

1. llmToxpoMoKcuraasa.
2. NADH-pgeruaporeHnasa.
3. FAD-3aBucumas aeruaporeHasa.

16. YcTaHoBUTE COOTBETCTBHE

®epmenTbl MUTOXOHIpHANBHOI [II1D
(Ha cxeme 3agaHus 1a 0003HAUYEHBI OYK-
BaMU)

1B. YcTaHOBHTE COOTBETCTBHE
®DepmeHTbI MUTOXOHApUAIbHOM LITID

(Ha cxeme 3agaHusl 1a 0003HaYEHbI OYK-
BaMM)

®epMeHThI KATAJIM3UPYIOT

1. ®ochopunupoBanue AJD.
2. Okucnenue QH,.

3. OkucjieHue CyKlMHaTa.

XapakTepucTuka (hepMeHTOB

1. Comepxut kopepmeHT FMN.

2. AKTUBUpYETCS IPU MTOBBIIIIEHUN
KOHIIEHTpALIMU MPOTOHOB.

3. BocctaHaBiauBaeT KUCJIOPO/.

0900900000005
AL

165



166 Brionornueckas xumms

2a. YCTaHOBHUTE COOTBETCTBUE
MutoxonapuaasHas III1D

® @ ®
L oo teR e eefer T Rtenese
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1
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———————

\
MexMeMOpaHHOE
MPOCTPAHCTBO ‘\
1
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o, |
Bprennﬂ% 'I
B 1

9090000000000
AV

MeMOpaHa
S BE MUTOXOHIPUI

Marpukc MUTOXOHAPUit

v &-8
=8

®epMeHThI (Ha cXeMe 0003HaYeHBI T pamMin)
A. QH,-nernaporenasa. I FAD-3aBucumas aeruaporeHasa.

b. AT®-cunrerasa. . LHuToxpoMokcuaasa.
B. NADH-nerugporeHasa.

20. YcTaHoBHTE COOTBETCTBHE
®epmenTbl MUTOXOHApHAIbHOM [IIID  MHrnouTOphI (hepMeHTOB

(Ha cxeme 3agaHMsI 2a 0003HAUYEHBI 11 - A. AHTUHOMUIIMH A.
pamMm) b. bapoutyparsl.
B. 2,4-puHuTtpodeHour.
I. bunupyouH.

J. LInaHucThIN Kaauid.

3. YcTanoBHTE COOTBETCTBUE

KodepmenTsi DepMeHThI
A. Tem. 1. QH,-nerunporenasa.
b. FAD. 2. llutoxpoMokcugasa.
B. FMN. 3. NADH-geruaporenasa.
I. NAD".

. Tem u Cu?'.
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4. YcTaHOBHTE COOTBETCTBHE

OkucasiemMblii cydocTpar DepMeHT, KaTAIN3UPYIONIHii OKHCIEHHE
Manar. 1. FAD-3aBucuMas aeruaporeHasa.
CyKupHar. 2. NADH-peruaporenasa.

Youxunonn. 3. QH,-nernnporeHasa.
Iutoxpowm c.
NADH u H*.

5. YcTaHoBHTE COOTBETCTBHE

Komnonentsi ITITD AKIeNnTOpBI 3JIEKTPOHOB
(10HOPBI 3JIEKTPOHOB)
. NADH-pernnporenasa. 1. O,.
. IIutoxpoMokcuaasa. 2. [InTOXpOMBEI a 1 a;.
. QH,-nernoporenasa. 3. Llutoxpowm c.
YouxuHot.
. Ilutoxpowm c.

6. BoiGepuTe npaBuIbHbIE OTBETHI

FMNH,:

A. Kodepment QH,-nernaporeHassr.

B. AkuenTop 21eKTpoHOB 1 IpotoHoB oT NADH u H*.
B. Conepxut Buramun PP.

I. JloHOp BJIEKTPOHOB JJIST YOUXWHOHA.

. Kobpepment NADH-geruaporeHassl.

7. BoiOepuTe npaBUIbHbIE OTBETHI
LwnToxpoMokcumasa:

A. ConepXUT LUTOXPOMBI b 1 C,.

b. Ilepegaet a1eKTpOHBI HA KUCIOPO/I.
B. ConepXuT LUTOXPOMBI a U a;.

I Murubupyerca H,S.

. Oxucnser yOuXuHOH.

8. Boi0epuTe NpaBUIbHBIE OTBETHI

AT®-cuHTa3a:

A. KOMITOHEHT BHYTpeHHEe MeMOpaHbl MUTOXOHIPUIA.

b. Onuromep.

B. O6pasyeT mpoTOHHBII KaHaJI.

I. Ucnonb3yeT 3HEpPruio rpagfueHTa KOHIICHTPALIMK TIPOTOHOB st hochopuau-
poBanus AJID.

. Nurubupyetcs 6apOuTypaTtamu.
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9. BoiOepuTe NpaBUILHBI OTBET
Nuruourop NADH-nernaporeHassr:
A. H,S.

b. 2,4-nuHuTpodeHoH.

B. Llnanuner.

I. CO.

J1. bBapouTtyparhbl.

10. Bri0epuTe npaBHIIbHBIE OTBETHI

2,4-m1uHUTPOPEHOIT:

A. Nurudupyet epmenTs LITD.

Bb. Hapymraer makposprudeckue cBsizu B AT®.

B. CHuxaeT rpaiueHT KOHLIEHTpaLU1 TPOTOHOB B MUTOXOHIPUSIX.

I Pa3o01aeT gpixaHue 1 okucauTeabHoe pochopunnpoBanue AJILD.
. I3aMmeHsieT CTpyKTypy MeMOpaH MUTOXOHIPUIA.

11. Boibepute npaBuJibHbIE OTBETHI

Pazobuiurenn apixanus u dochopunuposanus AHD:
A. bapoutypartsl.

b. PoreHoH.

B. H,S.

I. 2,4-nunutpodeHon.

. HekoTopble aHTUOMOTUKMU.

3apgaun

1. B xone nermapupoBaHus MajiaTa aBa JIEKTPOHA U JABa MPOTOHA OTIICTLISIOTCS
oT cyocTpara u nepeHocarcd Ha NAD-kodepMeHT ManataernaporeHassbl, HO K KO-
(bepMeHTY OKa3bIBalOTCSI TPUCOSAMHEHHBIMU B 3JIEKTPOHA U TOJILKO OIMH MTPOTOH.
Hpyroii nporoH B Bune HY nmocrymnaer B cpeny. O0bsACHUTE, TTOYEMY TaK IIPOUCXOIUT.
Jlndg oTBeTa:

a) HaIMUIIWUTEe peakLMIo NeTuApUpOBaHUs MajlaTa;

0) nmpuBennTe cTpoeHre KopepmeHnTa NAD™ 1 Hanuimre cTpoeHue ero paboueit

YacTU B OKMCJIEHHOM U BOCCTaHOBJIEHHOI (hopMe;

B) OMUILIUTE NaJbHEHILINI MYTh JIEKTPOHOB 1 TIPOTOHOB OT AETUAPUPYEMOTO CyO-

cTpaTa K KUCJIOPONY U YKaXKUTe ero 3HaueHUeE.

2. Y HOBOPOXIEHHBIX IeTell B 00JIACTU IIEW M BEPXHEW YaCTU CITMHBI MMEETCST
crienMalibHasl XKupoBasi TKaHb — OypbIii XXup. bypyto okpacKy TKaHU TpUIA0T MUTO-
XOHJIpUU, KOTOPBIX B HEll 04eHb MHOTO. MI3BECTHO, UTO B MUTOXOHAPUSIX TTIEUEHU MPU
okuciaeHuu cyocrparoB NAD-3aBUCHMOIi JerMaporeHa30i Ha KaX/Iblii aTOM I1OIJIO-
IIEHHOTO KUCIIOPoa 00pa3yioTcs OKoJIo TpeX MoseKyln AT®D, a B MUTOXOHAPHUSIX OY-
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pOTO XX1pa MPU MOTJIOIIEHUHN OTHON MOJIEKYJIBI KMCIOpoaa 00pa3yeTcsl MeHee OTHOM
MoseKynbl AT®. Kakoe ¢usmonornyeckoe 3HaueHHe MMeEeT JaHHas 0COOCHHOCTh
oypoit TkaHu? Yem obycioBiuBaeTcsi Hu3koe otHoleHue P/O B 6ypom xupe? Jlist
OTBETa Ha BOIPOC:
a) Hanuiure cxemy LIID nas cydcTpaToB, meruapupyeMbIx ¢ ydactuem NAD-
3aBUCHUMBIX JETUIPOreHas;
0) mpuBeaUTEe TOHSTUE OKUCIUTENbHOTO (hochopunrupoBanHust AIID 1 kKoapdu-
nueHTa ¢pochopunuposanus (P/O);
B) 00bsICHUTE TPUUMHBI CHUKeHUs P/O B Oypoil TKaHU U yKaXKUTe 3HaYeHUE 3TO-
ro J1J11 OpraHu3mMa AeTeu;
I') HA30BUTE BEIIECTBA, CIIOCOOHBIE CHUXKATh KoadduuueHta P/O nipu TkaHeBOM
TBIXaHWUW.

3. Ha yronbHoli 1maxre mpou3soliels noxap. B uncie nmocrpagaBiinx B 00JbHUILY
OBLT IOCTaBJIEH MY>XUMHA 45 JIeT C TaXUKapAuei, MOBbIIIEHHBIM apTepUaabHbIM JaB-
JIEHWEM, TOJIOBOKPYKeHMEM, oAbIKoi. O0cienoBaHre IalleHTa YKa3ajio Ha OTpaB-
JIeHWe yrapHbIM ra3oM. OObSICHUTE NPUYNHBI KIMHUYECKUX IPOSIBJICHUI, KOTOPhIE
SIBJISIFOTCSI CJIEICTBUEM BO3AEKCTBMS yrapHOro rasa. st 3Toro:

a) IpUBEOUTE CXEMY IIpolecca, HapylIeHME KOTOPOTO BBI3BAHO OTpaBICHUEM

yrapHbIM ra30M, ¥ YKaxKUTe 3Tar, KoTopbiii uHruoupyet CO;

0) omnpeaeauTe 3HaUeHUE KoadduuneHTa pochopunupoBanus AJID mist naHHO-
ro Mpoliecca B HOpMaJbHBIX YCIOBUSX U IIPU J€MCTBUM YyTapHOIO ra3a Ha opra-
HU3M;

B) YKaXuTe, KaKue elle BellleCTBa MOTYT HapyllaTh JaHHbBII Mpolecc, ONMUIINTE
MEXaHU3M UX INEHACTBUS.

4. K Bpauy oOpaTuiicsl IallMEHT € XaJo0aMUu Ha CHUXXEHME Beca U MOCTOSIHHYIO
MOBBIIIEHHYIO TeMIlepaTypy. B O6ecene ¢ BpauoM BBISICHUIOCH, YTO TAallMEHT padoTa-
€T Ha XMMUYECKOM 3aBOJIe U UMEET MOCTOSIHHBIM KOHTAKT C 2,4-TMHUTPOGEHOIOM.
OObBsICHUTE, C YeM MOTYT ObITh CBSI3aHbl CHUKEHME BECa U MOBBILLIEHUE TeMIIEPATYPhl
y nayenTa. OTBeT 000CHYITE CXEMOi1 TTpoliecca, Ha KOTOPbIi BAuseT 2,4-TMHUTPO-
deHou.

OTaNOHbl OTBETOB K TeCTOBbIM 3afaHNAM

la.1—B,2—A,3— /1. 5.1—B,2—JI, 3 —B.
16.1—T,2—B,3— ]I 6B,r,z[
Is.1—A,2—T,3—B. 7.B,B, T
2a.1—B,2 — A, 3 — 1. 8.A,B,B, T
26.1—B,2 — A, 3 — 1. 9. 1.

3.1—A,2 —JI,3— B. 10.B,T.
4.1—B,2— 11,3 —B. 11T, 1.
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e usydenus. 3HaTb U yMETb OOBSICHSITh:

e (usuosornueckoe 3HauUeHUE cCrieliMdUYecKUX U 0OILIEro aTanoB Karaboausma
OCHOBHBIX IMUIIIEBBIX BEILIECTB;

e [I0CJEI0BaTEILHOCTh peakluii obiiero mytu karadbonusma (OITK) muieBbix
BeliecTs, ¢BsA3b OTIK ¢ 1enblo nepeHoca 3J1€KTPOHOB;

e criocoObl peryisuun kiaodeBbix depmenToB OIIK, cBsa3p ckopoctu OITK
C QHEPreTUYEeCKUMU MOTPEOHOCTSIMU OpraHU3Ma;

e 3HaueHue aHaboanueckux pyHkuuii OTTK;

e xapakrtep usMeHeHuii ckopoctu OIIK mpu cMeHe pu3MoIOrnyecKkrux cocTosi-
HUI opraHu3Ma B HopMe U IpuurHbl u3MeHeHuit OIIK npu pazauyHbIX maTo-
JIOTMYECKUX COCTOSTHUSIX;

e OCHOBHBIC MPUYNHBI TUTIOKCHI U TIOCIIEACTBUS TUTIOPHEPTETUIECKUX COCTOS -
HUIA.

YraeBoabl, 6€1KU U KUPbl — OCHOBHbIE KOMITOHEHTHI MUIIU YeJOBeKa, SIBJISIOT-
Cs1 MHOTOKOMIIOHEHTHBIMM BEIIIECTBAMU U, TIPEXKIE YeM BKIIOUUTHCS B META0OIN3M,
TTOABEPTalOTCS TUAPOJN3Y B KEIYIOUHO-KUIIIETHOM TpakTe. [IpomyKThl ruaponmnsa,
CITOCOOHBIEC BCAChIBAThCS U3 KUIICYHNKA B KPOBbB, 3aT€M B XOJIe KaTaboJIM3Ma B KIIETKE
TTOJTHOCTBIO OKUCIISIIOTCS, OCBOOOXIast SHEPTHUIO0, UCTIONIb3yeMYyIo is cuHTe3a ATOD.

OnHOIl M3 OCHOBHBIX XapaKTepUCTUK Ipoliecca KaTtadoau3Mma SIBSEeTCsS COelu-
HEeHUEe MeTaboJMYeCKUX MyTeil B eAUHBbIN Mpoliecc, T.e. 00pa3oBaHUe B XOAe Kara-
0osm3Ma OOIIMX META0OJIUTOB, OKUCIEHUE KOTOPBIX 10 KOHEUHBIX MPOIYKTOB OCY-
IIECTBIISIETCST C UCTIONb30BAaHUEM OMHUX M TeX XK€ peaKInii, COCTABISIOMINX OOt
aTar Karabonn3ma. TakuMm oOpa3oM, KOHEYHBIM 3TAIlOM OKUCICHUS TTPAKTUICCKU
BCEX BELIECTB B OPraHU3Me, UMEIOLIMX UCXOJHO PA3HOE CTPOEHUE, SIBJISIIOTCSI peak-
LMY OOIlIeTo MyTH KaTaboau3Ma, U3ydeHHe KOTOPOro IMO3BOJISIET MTOHSITh OCHOBHBIE
MPUHLMITBI OPraHM3aLUM TTpolecca MeTaboIn3Ma B OpraHu3Me Ye0BeKa, B X01e KO-
TOPOTO CYOCTpaThI MOJTHOCTLIO okucsoTes 10 CO,u H,0.
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Hupsl Yrneeogl Ber
\ la I
MupHee uuyepon Miokosa AMUHOKMCTTOTHI =
KHMENOTRI 2 l 4
Il
Nupysar o
y

LinTpatHsm
LMK

Puc. 7.1. KaTa60s113M OCHOBHbIX MULLEBbIX BELLECTB:

| — pacwenneHune B nuweBapuTenbHoM TpakTe; Il — cneunduyHble Nyt Katabonusma (1-5);
Il — obwwin NyTb KaTabonuama: 6 — OKUCIUTENbHOE AeKapbOKCMIMpPOBaHNe nupyBsata; 7 —
LNTPATHBIN LMKN; 8 — AbixaTesnbHasA Lenb; 9 — ATO-c1MHTa3a



172 Buonorunyeckas xumusa

7.1. OcHoBHbIe 3Tanbl o6wero nyTn Katabonmsma

B miporiecce kaTabonm3Ma MOXHO BbIICIUTL TPY OCHOBHEIE €ro yactu (puc. 7.1).

1. PacmenjieHue B MUIIEBAPUTEIBHOM TPAKTE. DTO TUAPOJIUTUYECKUE PEAKIIUU,
MpeBpalialolIre CIOXKHbBIC MUIIEBbIe BEIIECTBA B OTHOCUTEIBbHO HEOOJIBIIOE YUCIO
MPOCTHIX META0OJMTOB: TITIOKO3Y, AMUHOKUCIIOTHI, TIIMLEPOJI, KUPHBIE KUCTOTHI.

2. Conenucduyeckue nmyTu Katadoamsma. Ha 3Tom 3Tare mpocThie MeTaOOJUTHI
MMOIBEPraloTCs CIeU(PUISCKIM PeaKIMsIM paclIeIUIeHNsI, B pe3yJIbTaTe KOTOPHIX 00-
pasyetcs 1100 MMPOBUHOIpagHas KUCJIoTa, 1noo auetuia-KoA. Anetuin-KoA Moxer
00pa3oBaThCsl U3 MUPYBaTa, a TAKXKE U3 KUPHBIX KUCIOT U aMUHOKHUCIIOT. B crieru-
(ruyecknx myTAx KataboaM3Ma MOTYT 00pa3oBaThCsl COSAMHEHMSI, KOTOPbIE HEIO-
CPEeACTBEHHO BKJIIOYAIOTCS B IIUTPATHBIN UKL

3. OxuCIHNTEIbHOE JeKAPOOKCUINPOBAHKUE MUPYBATA, IUTPATHBIA MUK U JIbIXA-
TeJbHAs IeNb 3aBEPIIAOT paclleIUICHUE MUIIEBhIX BEIIECTB 10 KOHEYHBIX IIPOIYK-
toB — CO, 1 H,0.

CnenoBare/bHO, HAUMHASI CO CTaaWM 00pa30BaHUs MUpPyBaTa MPOUCXOAUT YHU-
dukaums myreit karadoauzma. M3 60bII0r0 Yrcia UCXOIHBIX COeIMHEHUI 00pa3y-
eTcs Bcero aBa — nupysaT U aneTui- KoA. IIponecc, HAYMHAIOIIUIACS C OKMCJIEHUS
NMHUPYBAaTA, HA3bIBAETCSA OOINMM IMyTeM KaTa0om3Ma. IMeHHO B 001IeM ITyTH KaTabo-
JM3Ma 00pa3yeTcs OCHOBHOE KOJIMYECTBO CyOCTPATOB IUISI peaKLUii IeTUIPUPOBAHMSI.
COBMECTHO € IbIXaTeJIbHOM 1IeTIbI0 U OKMCIUTEIbHBIM (hochopuimpoBaHueM O0IIIUI
MyTh KaTaboM3Ma SIBJISIETCS] OCHOBHBIM UCTOUHUKOM 3Hepruu B hopme ATO.

OKncnntTenbHoe AeKap6okcunupoBaHune
NUPOBUHOrpagHON KNCNOTbI

CyMMapHBIii pe3yIbTaT MHOTOCTaIUITHON peaKIIny BBITJISIIUT CIIEIYIOITIM 00pa3oM:

CH,-C-COOH + NAD* + HS-KoA — CH,; —C-S-KoA + NADH + H* + CO,
I 1
o 0]
[MTupyBat Auetui-KoA
Peakiiuio kaTanusupyiot Tpu hepMeHTa, padoTalolre B OIpeae/IeHHOI ITocIen0-
BaTeJIbHOCTU U 00beMHEHHbIE B mupyBaTaeruaporenasublii kommiekc (I1JIK), B co-
CTaB KOTOPOTO BXOIUT TpH (pepMeHTa U 5 KOEePMEHTOB, COMEPXKAIINX 5 BUTAMUHOB.
IMupyBatnekapookcunasa (E,). B xauectBe kodepMeHTa B peakMM y4acTBYET
tuamunaudocdar (TADP) — npoussoanoe Burammuna B,. DepmeHT KaTtanusupyer
OTLLEIUIEHUEe KapOoKcuIbHOM rpynmel B Buae CO, 1 NpucoeIuHEHUE aleTUIBHOTO
ocTtaTtka K kopepmeHty T/1D.
Juruapomunonnarpancanerninasa (E,) — Bropoil pepmeHT koMrekca. Kartanu-
3UpPYeT OKUCIICHUE TUAPOKCUITIIIBHOM TPYIITHI M TIepeHOC alleTHJIBHOM TPYIITHI Ha
JIMTIOEBYIO KUCIOTY, a 3aTeM Ha HS-KoA ¢ oopazoBanuem auetmin-KoA.
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Takum obpa3zoM, B 3TOI peakllMy y4acTBYIOT ABa Ko(epMeHTa: JUMOAMUI, IIPOY-
HO COE€IMHEHHBIN ¢ (hepMEeHTOM, U KoepMeHT A, 0ObeIUMHSAIOIIUNIACS C (hepMEHTOM
B MOMEHT peakiuu. Bomopon ocTaeTcst CBSI3aHHBIM C JIMIIOEBOM KMCIIOTOM, KOTOpast
npeBpanaercs B auruaposaumnoatr. KohepMeHT A conepXUT MaHTOTEHOBYIO KUCJIOTY
(BuTamuH Bs). JIunmoamun sBsieTcs MPOM3BOIHBIM BUTAMUHA — JIUTTOEBOI KMCIIOTHI.

Jurnaponunonnaeruaporenasa (E;) — FAD, conepxaiuuii dtaBoripoTenH, Kata-
JIM3UPYET JerMAPUPOBAHME BOCCTAHOBICHHOU (POPMBI JTUIIOEBOI KMCIOTHI U TIEPEHOC
Bogopoaa Ha FAD (mpouHo cBsi3aHHBIM ¢ (hepMEHTOM), a 3aT€M Ha CBOI BTOPOil Kodep-
MeHT NAD*, KOTOpBIii BKIIIOYAETCsl B COCTAB KOMILIEKCA TOJIBKO BO BPEMS PEAKLIMM.

DTOT KOMILIEKC (pepMEHTOB pabOTaET MOJOOHO KOHBEEpY, B KOTOPOM ITPOMEXKY-
TOYHBIE TPOIYKTHI MepeaatoTcs oT hepMeHTa K (hepMeHTY. TaKoil MpUHIIUIT TTOBbIILIA-
eT 3((HeKTUBHOCTb PabOThl (DEPMEHTOB, TaK KaK CHMXAET CIYYalHOCTh B KOHTAKTe
pearupytoiux BemecTB. Ha puc. 7.2 u B Ta6J1. 7.1 npuBoasATCs Ha3BaHUs (hepMEHTOB
(ITIK) u xapakTepucTUKa KaTaIU3UPYeMbIX PEaKIIUiA.

NAD? NADH + HY —— @ JIlINATEIBHYIO LENTb
FADH> FAD
(l)H
CO, CH+—CH-TI®D ."III}I{TAT JIlI[Il\).-\T ALETIUT— 8—KoA — B LHTPATHbIH
/ —
ALETHI-T/® S—S HS SH LK
E;
TUPYBAT T <——"—> AUETII—S  SH HS —KoA
\/
JIHIMTOAT
JTHTIOAT
ﬂ;’ \" — oKkHceHHas dopMa AnnoeBoil KHEHoTH
JHTTOAT ..
I\ — BoceTanoBaeHast hopMaJIHNOEBOH KNCIOTh
HS SH

Puc. 7.2. OkicnutenibHOe AeKapOOKCUIMPOBAHME NMPOBUHOIPAAHONM KNCIOTbI:

TO® — tmamuHandocdar, E; — nupyBataekapbokcunasa — Katanvsupyet AekapboKCunmpoBaHme
nupysata n neperHoc C,-pparmerTa Ha TAD. E, — TpaHcaLeTvnasa — KaTanusnpyeT OKWCIeHne ru-
APOKCVSTUABHOW rpynmbl 1 nepeHoc C,-dparmMeHTa Ha IMMOEBYIO KUCIOTY; aLeTUIMPOBaHHaA TPaHC-
aueTmnasa Bammogencteyetr ¢ HSKoA ¢ obpa3oBaHMeM BOCCTAHOBNEHHON (pOPMbI MMOEBON KUC-
notbl 1 auetun-KoA; E; — aurngponunonngerngporeHasa — FAD-cogepalwimin GepmeHT, OKUCnaeT
avrupponunoat ¢ obpasosaHrem FADH, B coctaBe dpepmeHTa, KOTOPbIN 3aTem pereHepupyeTcs npu
yyactum NAD™. Jlunoesas K1CoTa, CBA3aHHaA B Monekyne pepmeHTa E, c octatkamu nnsrHa, yHKL-
OHMPYeT KaK «MOBOPOTHbIN KPOHLUTENHY, NePeHOCALLNIA aTOMbl BOAOPOAA U aLleTUbHbIe rPpynrbl OT
ofHOro GepmeHTa K Apyromy
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Tabauya 7.1
ITupyBaTaeruaporeHa3Hblii KOMILIEKC MJIEKONUTAIOIIUX
DepmveHT Kodepment Buramun
INupysatnexapboxcunasa (E,) TOD B,
Juruaponunounrpadcaueruiasa (E,) Jlumoamu JIunoesast kuciaora
HS-KoA [ManToTeHOBAsI KMCIOTA
Juruaponunouigeruaporerasa (E;) FAD B,
NAD PP

DiaBusle mpoayktel peakumii TTIK — sto NADH + H'™ u aunerun-KoA.
NADH + H" nanee okucngercd B AbIXaTeNILHOW ILIEMU, TIE SHEPIUs UCITONb3Y-
eTcst Ha cuHTe3 3 Mojeit AT®, a anetmi-KoA okwucisieTcss B IUTPaTHOM IIMKJIE.
IMupyBaTneruaporeHa3HbIl KOMILJIEKC HaXOAUTCS HA BHYTPeHHEl MeMOpaHe MUTO-
XOHAPUU 1 COEIUHEH C HEM CO CTOPOHBI MAaTPUKCA.

Ha puc. 7.3, 7.4, 7.5 npeacraBieHo cTtpoeHne Kodpepmenrton ITIK.

NH»

NZ | \|+ CH; ﬁ) ﬁ
)% ‘ J\ I[(‘Hw CHy-O—P—O—P—OH
H;C~ N P e i |
OH OH

AKTHBHBIN aTOM YFaepoaa

CH,

Puc. 7.3. CtpoeHue TnammHaudocopata

§——S H NH

I |
LC J—CI—!:—CH:—(‘H:—CHT—E— N—(CH,3 )4-CI‘H
: 0 C=0
. - ¥ :
[derunponunoesas kueiaora N V- =

STz

Puc.7.4. CTpOGHI/Ie JINMONNBbHOIO OCTaTKa B COCTaBeE ANrnaponmnonnTpaHcaleTmnasbl

7.2. UntpaTtHbIin UnKn

OtkpeiTHe 1MKIAa Obuto caemaHo TymGeprom m Cent-HUpbepau (1910—1935T).
ITocnenoBarenbHOCTh peakiiuii Obuia onucaHa JIxkoHcoHom u Kpebcom (1937 1)
1 OKoHYaTebHO rmoaTBepxkaeHa Kpedocom B 1940 1. 3a 3To oTkpheiTrie Kpedc ObLT ymo-
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TH OATAHOJIAMHH
HS—CHy— CHy-NH—C=0
CH,

i h
HO—?H k | >
H;C—C|T~CH3 o 0

CHy—0—P—0—

| l;’—O—CH;
[Tantorenosas oL = H H
KHCII0Ta o OH
HO— II3’= O
Ou
Anes :J:sz il

Puc. 7.5. CtpoeHue HS-KoA

croeH HobGeneBckoii mpemun (1953 r). LHukir TpukapOOHOBBIX KUCIOT, COKPAILIEHHO
LITK, yacto Ha3pIBatoT LMKI0M Kpebca uian uTpaTHbIM IIUKJIOM.

IuTpaTHBIi IMKJ — 3TO CUCTEMA PEAKIIUIA, TPUBOASAIIAS K TOJTHOMY OKUCIEHUIO
JIBYXYTJIEPOJHOTO alleTUWJILHOTO OCTaTKa, KOTOPBI MOT 00pa30oBaThCsl B pa3IUYHbIX
MeTaboaMuecKuX MyTsX. LIuTpaTHBIN LUK SIBJSIETCS OOLIMM KOHEUHBIM ITyTEM OKUC-
JieHus1 OeJIKOB, XMPOB U YIeBoA0B. Bce peakiiuy HUTpaTHOTrO LMKJIA, KaK U OKKC-
JINTEJIBHOTO JeKapOOKCUIMPOBAaHHUS TMUPYyBaTa, JOKAJIU30BaHbl B MUTOXOHIPHUSIX.
B xo/1e 0JHOTrO MOJHOTO UKJIA TPOUCXOAUT:

e TI0OJTHOE OKUCJIEHUE alleTUIIBHOTO OcTaTKa 10 ABYX MoJieKysn CO,;

e 00pa3zoBaHMe TpeX MOJIEKyJI BoccTaHoBieHHoro NADH + H* 1 onHoli Moeky-

el FADH,;

e cuHTe3 ofHOI MoJieKybl [ T® B pesynbrate cyocTpaTHOro (hocopuaInpoBaHus.

Peaxmuu urpaTHOTO IMKIIA, (PepPMEHTHI TIPUBEICHBI Ha puc. 7.6.

XapakTtepucTuka peakuui LKna TpuKap6oHoBbIX KUCNIOT

Bce peakiinu 1ukiIa NpoTekaloT B MAaTPUKCE MUTOXOHAPUIA.

Peakuua 1 — koHaeHcauMsl aleTWIbHOro octatka (n3 auetuii-KoA) ¢ kap6o-
HWJIBHOM TPYIION oKcajoaleraTa (IaBeJIeBOYKCYCHOM KHUCIOThI) C 00pa3oBaHUEM
uTpaTa (JIMMOHHOI KUCJIOTHI) TIpU ydyacTuu (pepMeHTa nMTpaTcuHTasbl. B 1ol pe-
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Puc. 7.6. Cxema LMTPaTHOrO LMKNa:

I, 1ll, IV — depmeHTaTMBHbIe KOMMeKcbl B LIM3; Q — kodepmeHT Q; C — LUTOXPOM C

aKIIMU pacuerisieTcss THoa(upHas cBsi3b B alleTUI-KoA 1 ocBoO0X1aeTCs 00IbII0e
KOJIMYECTBO SHEPTHUH, UTO OTIpEeAeIIIeT HallpaBJIeHNe peakIui B CTOPOHY 0Opa3oBa-
HUS LIUTpaTa U JaJbHEeUIINX peakluii IMTPATHOTO LIMKJIA.

Peakuus 2 — usoMepusalvs LuMTpara ¢ odpazoBaHuMeM u3oluTpaTa. Peakuus
MPOUCXOIUT B IBE CTAAMM: CHauyaja AeruapaTauusi, 3aTeM ruaparamus. B pesynbrate
MPOUCXOIUT MEePEMEIIIEHUE aTOMa BOJIOPOIA U TUAPOKCUILHOW TPYMIIbl MEXY Tpe-
TBUM M YETBEPTHIM YIJIEPOAHBIMU aTOMaMU, YTO CO3AAeT ONTUMAJIbHBIC YCIOBUS IS
JalbHenIuX npespaiieHuii. O0e cranuy KaTaJu3upyoT (QepMEeHT AaKOHUTA3A.
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Peakumsa 3 — okuciauTeabHOE 1eKapOOKCUINPOBaHNE N30LIUTpaTa ¢ 00pa30BaHM-
eM o-KeToriyTapaTa. Peakiius karanusupyercsi NAD-3aBucumoii m3ouurparieru-
JiporeHa3oii. B peakiiyu mpoucxoauT AerMaIpupoBaHUe U OTHOBPEMEHHOE J1IeKapOOK-
CUJIMpOBaHKE ¢ obpazoBaHKeM BoccTaHoBIeHHOM dhopmbl NADH+H' u CO,. D10
repBas B LIMKJIE OKUCIUTEIbHO-BOCCTAHOBUTEIbHAS peakiinsi. CKOPOCTh 3TOM peak-
LIV HauMEHbIIas B LIMKJIE, CJIEJOBATEIbHO, (PEPMEHT UTPAET BAXKHYIO POJIb B PETYJIS -
LIMYA CKOPOCTHU LIUTPATHOTO 1IMKJIA.

Peakuuu 4—6 — oxuciauTesbHOE 1eKapOOKCUIMPOBAHUE a-KeToryTapara. Mexa-
HU3M 3TOM peakliuy CXO/EH C IpeBpalleHreM nipysara B aileTiii- KoA. Peakiius kara-
JIN3UPYETCS OL-KeTONIyTapaTAernAporeHa3sHbIM KOMILIEKCOM, ITOXOXKUM IO CTPYKTYpe
Ha ITJIK, cocrosimii u3 KoMmIuiekca Tpex ¢pepMeHToB. B o0omx ciydasix B peakuuu
HCIIONB3YIOTCA ONHU U Te ke KodakTopsl: NADY, KoA, tTnamMmuamnupodocdart, Iumo-
amun u FAD.

ITponykramu peakunu asistoresas NADH, CO, u cykunnui-KoA, nmerommit ma-
Kpo3pruueckyro cBs3b (Kak u auetui-KoA). Ha aroii cranguu 3aBepiiiaeTcsl pacriaj
atetni- KoA ¢ obpasoBanmem aByx Moisekyn CO,.

Peakuusa 7 — npeBpalieHue cyKuUMHWI-KOA B cyKIIMHAT (SIHTapHYIO KUCJIOTY),
KaTaau3upyeMoe CYKIIMHATTHOKHUHA30I. B peakiiuy npoucxoauT ruiposain3 THoadup-
HOII MaKpO3PruuecKoi CBSI3U U 3a CYET OCBOOOXKIAIOIIEcs aHeprun (hochopuan-
poBaHue ryaHo3uHaudocdara. Takoii crmocod odpazoBaHus HyKJIeo3uarpudocdara
HasbIBaeTcsl cyocTpaTHbiM (ochopuaupoBaHueM, B OTJIUYME OT OKUCIUTEIbHOTO
dochopuarpoBaHus 3TOT TUIT hochopuanpoBaHus He conpsikeH ¢ LITID.

OHeprust ['TO® MoxeT ObITH UCITOJIB30BaHA B psijie TTPOLIECCOB, HAIPUMEP B CUH-
Te3e 0esIKa, a TaKKe MOXKET TpaHCcPopMUpoBaThes B a3Hepruio AT® npu yyacTuu Hy-
kneosunarudocharkuHasel: [ TO + AID® — IO + ATO.

Hasznauyenue octaiabHbIX peakinii Hukia (8—10) 3akimodaeTcs B pereHepaluuu OK-
cajoanuraTta.

Peakuua 8 — oxkucneHue cykiimHaTta 1o neiictBuem FAD-3aBucumoii cyk-
HUHATIErHAPOreHassl ¢ oo0paszoBaHueM (ymapara. AKILENTOPOM BOJAOPOJA B 3TOi
peakunu cayxutr FAD, a He NAD®, Kkak B IBYX NPEIBbIAYIIMX PEAKLMAX LUKIIA.
CyKIMHATAETUAPOreHa3a 4acTblo CBOEM MOJIEKYJIbl TMOrPyXeHa BO BHYTPEHHIOIO
MeMOpaHy, riie KOHTAaKTUPYeT ¢ YOUXMHOHOM, a B MaTPUKCHOI YacTu pepMeHTa Ha-
XOJUTCS LIEHTP CBSI3bIBAHUS C CYKLIMHATOM. DJIEKTPOHBI MOCTYMAlOT Ha YOMXWHOH
U najee yepes KomroHeHTh LITTD Ha Kucaopo, 4To COMpoBOXAAETCS CUHTE30M IBYX
MoJsiekyst AT® (cm. puc. 6.2, B pazaeie 6).

Peakums 9 — rugparanust ¢pymapara ¢ oOpa3oBaHMEM MajiaTa Mpu ydyacTuu ¢y-
mapa3bl. Monekyna H,O mpucoennHsieTcd mo MecTy IBOWHOH cBfA3M (ymapara.
ITponykT peakuuu majaT SIBJASETCS OKCMKUCIOTON, CIIOCOOHOW K JajbHEUIIeMy
OKUCJIEHUIO.

Peakuusa 10 — oxucieHue MajaTa U pereHepalius okcajoanurarta. Peakunio ka-
TaIM3UPYET MATATAETHAPOrenasa, a akLenTopoM Bogopoaa ciaykut NAD™, Dro yer-
BepTasl OKMCIUTEIbHAS peakius B IMKJIe, conpskeHHas ¢ LIT1D.
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HavanbHbIM M KOHEUYHBIM BEILIECTBOM HOUTPATHOTO LMKJIAa ABJIACTCA OKCaioale-
TaT. Takum O6p330M OJHa MOJIEKYJIa OKcaJloaleTaTa MOXKET MCITOJIb30BaTLCA MHOI'O-
KpaTHO OJIsd OKHUCJICHUA all€TUJIbHBIX OCTAaTKOB.

Conpsa)eHue o6wWMX NyTen Katabonmsma
C AbIXaTeNnbHOM Lenblo

B 061111x myTsix KaTabonr3Ma IIPOMCXOIUT IATh PeaKWil JeTUAPUPOBAHUS: OTHA
Ha CTalMM OKUCJIUTEIBbHOTO NeKapOOKCUIMPOBAHUS TTMPYyBaTa U YeThIpe B LIUTpAT-
HoMm 1ukie. Bece 10 aToMOB Bojmopoaa MmepeHocsaTcsl Ha KOepMeHThI JeTUIPOreHas,
KOTOpbIE, B CBOIO OU€pE/lb, OKUCISIOTCS B IbIXaTebHOU 1enu. OKucaeHHble Kodep-
MEHTBI BO3BpAIlAlOTCS B peaklUuu oOIIMX MyTei Katabonusma. Perenepanusi Kkodep-
MEHTOB — 3TO 0053aTeJIbHOE YCJIOBHE ISl MPOTEKAHUS PEeaAKIUU JAeTHAPUPOBAHNS.
TakuMm o6pazom, 001K MyTh KaTaboJIU3Ma U AbIXaTeJIbHAasl LIEMb HEpa3pbIBHO CBsI3a-
HBI MEXIY CO0O0I 1 OTIEbHO (PYHKIIMOHUPOBATh HE MOTYT.

3HaueHue o6WMX NyTeil KaTabonmsma
B 3HepreTnyeckom o6meHe

3a omMH 00OPOT HMTPATHOTO MUWKIa cuHTe3upyercs 12 moaekya AT® (cwm.
puc. 7.6). JIeBsiTh U3 HUX 00pa3yIOTCs 3a CUET IHEPTUU TPAHCIIOPTA JIEKTPOHOB B JIbI -
xarteJbHOM 1enu ot Tpex Moekynl NADH + H*, oGpasyrommxca B peakuuax 3, 4,
10. IBe Monexynbl AT® cuHTe3UpYIOTCsl MPU OKUCIIEHUH ONHOM Monekyasl FADH,
(peakuusi 8), Tak KakK B JAbIXaTeJIbHOM LIETIM B TaHHOM CJlydyae JeWCTBYIOT TOJbKO JBa
rmyHkra conpsckeHus: LT ¢ okucnurenbHbIM (pochopunupoBanuem AID. Kpome
TOrO, B HUUTPATHOM ILIMKJI€ MPOMCXOAUT OHA peaklus cydbcTpaTHOTo hocdopuanpo-
BaHus (peakuust 7), gatomas 1 monb ['TO (ATD).

B 00mux nmytax karabosuzma cunte3upyetrcs 15 monexkya AT®. Tpu u3 HuUx npu
OKMCJTUTEIbHOM JIeKapOOKCHJIMPOBAHUY MTMPyBaTa M 12 — B IIUTPATHOM LIMKJIE.

CymmapHoe ypaBHeHue okuciaeHus nupysara 10 CO, u H,O MoxHO npenctaBuTh
CJIeyIOLIUM 00pa3oMm:

CH, — C— COOH +3H,0 + 4NAD" + FAD + [0 + H,PO, —

0
—> 3CO, + 4NADH + 4H* + FADH, + I'T®

7.3. Perynauymsa o6wmx nyten Katabonnsma

I[naBHBIM (haKTOPOM, PETYJIMPYIOIIUM CKOPOCTh IbIXaHUs U (hochopuanpoBa-
HUSI, ABJAETCA MOTPEOHOCTh opranu3ma B 3Hepruu. Cunrte3 AT®D ocyimecTBiseTcst
B LIITID, HO ocHOBHasl Macca BOCCTAHOBJEHHBIX 3KBUBAJIEHTOB /s JbIXaTeIbHOMN
LIeTU MOCTYIAaeT U3 O0LIMX MyTeil Karabonusma. CiaeaoBaTeIbHO, PEeryasius o0mux
nmyTeil KaTa0oJnu3Ma M AbIXaTeIbHOM e TECHO CBSA3aHA.
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J17151 OLIEeHKM SHEePTeTMUECKOTO COCTOSTHUS KJIIETKM MCTTOJIB3YIOT BETMIMHY SHEpre-
TUYECKOTO 3apsifia, OTpaxkalollero COoTHollleHne KoHleHTpauuu AT® K rpoaykTam
ee pacnaga — AIID u AM®.

[Tpu yBeIMYEHUU SHEPreTUUYECKOTO 3apsia B KJIeTKe (B COCTOSIHUM TTOKOST) CKO-
pOCTb peakuii oOILIUX MyTei KaTaboaM3Ma CHUXKAETCS, a MPU YMEHbIIEHUU Hepre-
TUYECKOTO 3apsiia — YBEJIMUMBACTCS. DTO JOCTUTAETCS 3a cueT Toro, 4ro AT® neii-
CTBYET KaK aJiocTepudeckuii HHTHONTOp, a AJII® u AM® — Kak ajiocTepuiecKne
aKkTuBaTOPbI HEKOTOPBIX hepmenToB OIIK (puc. 7.7).

JIpyroii MeXaHW3M DPEryJIsaLUd CBA3AH ¢ HEOOXOIMMOCThIO pereHepaunn NAD™
B AbIxaTerbHOI 1er. [1pn ymenbimerun pacxoma AT® B KJIeTKe CKOPOCTD TbIXaHUS
MUTOXOHIPUI CHIKAETCST (IBIXaTeIbHBIN KOHTPOJIb), YMEHbBIIIaeTCS TaAKXKe CKOPOCTh
okuciaeHuss NADH B gpixatenbHOM LN U yBeJn4IMBaeTcs KoHueHTpauuss NADH.
B atom cityuae NADH uHrubupyet HeKoTopbie (DepMeHThI OOIIMX ITyTeli KaTaboamn3-
Ma, YTO MPUBOIUT K 3aMeUICHUIO peaklnil KaTaboan3Ma U, CJaenoBaTeIbHO, 3aMel-
JICHUIO HapaOOTKM BOCCTAHOBJIEHHBIX KODEPMEHTOB U yMeHbIlIeHUIO cuHTe3a ATO.
[Ipu yBeqUUEHUM 3HEPreTUYECKUX MOTPEOHOCTEN OopraHu3Ma MPOUCXOIUT BCE Ha-
000pOT.

B perymsauun ckopoctu OITK cyiecTBeHHYIO pojb UTpaeT KOHLEHTpALMs Cy0-
CTpaToB (HarpuMep, aKTUBATOPOM TTUPYBATAECTUAPOTeHA3HOTO KOMILIEKCaA SIBIISICTCS
NMUpyBaaT) U KOHLUEHTpALMS MPOAYKTOB PeakliM, KOTOPbIE OKa3bIBAIOT UHTMOUPY-
olee JeCTBUE HA aKTUBHOCTb HEKOTOPBIX (hepMeHTOB. K ToMy ke peryupyroinum
neiicTBrueM 06sanatoT noHbl Ca’*, 4To 0cO6EHHO BaXXHO JUT MBILILL, TAK KAK ITPU Mbl-
LIEYHOM COKPALIEHUU TIPOUCXOIUT YBEINUYeHUe KOHLeHTpaunu noHos Ca’*, koro-
pble BMecTe ¢ apyrumu 3¢ ¢exropamu 0bICTpo akTuBUPYIOT hepmeHTH OITK 1 06e-
crneunBaoT cuHTe3 AT® 1151 paOOTHI MBIIIILI.

Perynsauus OITK ocymiecTBisieTcsl Ha YpOBHE YEThIpEX peaklnii, KaTaJu3upye-
MBIX:

o IIIK;

® IUTPATCUHTA3OM;

® H3OLUTPATAETHAPOTreHa30M;

e (O-KeTONIyTapaTAeruAporeHa3HbIM KOMILJIEKCOM.

Peaxkuus, karanusupyemas TTIK, sgBasieTcsl KitoueBoi peaklyeil, Tak KaK Haxo-
JIIUTCS B LIEHTPE TIepeceueHus] MeTabOJMIECKUX TyTell U o0ecrieurBaeT B3aMMOCBSI3b
TaKuX MPOLECCOB, KaK IJIMKOJN3, IJIIOKOHEOTeHe3, CUHTE3 U OKUCIEHUE XKUPHBIX KUC-
not. I[TIK obGecrieunBaeT LUTpaTHBIM LMK cyocTpaToM — aueTui-KoA. AKTUBHOCTh
ITJIK perynupyeTcs pa3nuIHbIMU criocodamu (puc. 7.8):

e aKTHBAlIMEN cyOCcTpaTaMu;

e UHTMOMPOBAHUEM MPOAYKTAMU;

e coorHomenreM NAD*/NADH u AM®/ATO;

e [IyTeM KOBaJleHTHOU Monudukainuu — dochopuirpoBaHuemM u nepochopu-

JIUPOBAaHUEM.
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Puc. 7.7. Perynauus obuero nyTv Katabonmsma.

LintpaTHbln LUMKN perynupyeTcs No MexaHM3My OTpULIaTesIbHON 0B6paTHOW CBA3M C yyacTuem

annoctepuyeckux depmeHToB. Mpu ymeHbLieHMN pacxofa ATD akTMBHOCTb AblxaTellbHON Lienu

CHMXaeTcA (gbixaTenbHbli KOHTPOIb), KoHUeHTpauua NADH B kneTke noBbllaeTca v NPUBOAUT

K CHUXEHVI0 akTUBHOCTU perynaTopHbix depmeHToB. NADH nHrnbupyet NAD-3aBrcMMble Aeru-

JporeHasbl. [oBbllleHVe KOHLeHTPaLuy LUTpaTa, CyKunHua-KoA n auetun-KoA Takxe npmBoguT

K UIHIMOMPOBAHMIO PErynATOPHbIX Peakumii, Torga Kak cybcTpatbl peakLmii — nNyMpyBaT 1 OKcano-
aueTat akTuBMpytoT pepmeHTbl OMNK
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Puc. 7.8. Perynauma nupyBataerngporeHa3sHoro Komnaekca.

MupyBaTAErMapOreHasHbli KOMNNEKC COREPXKUT ABE PErynaTopHble CyObeanHNLbl, MPOABIAL-

Wue K1uHasHyo 1 docdaTasHyto akTuBHOCTb. KnHasa docdopunupyet MNOK n nepeBogut ero B He-

aKTuBHYto dopmy, docdarasza oTwennaer GocPopHbIii ocTaTtok 1 nepesoanT MAK B akTMBHYO

dopmy. Knnasza MNAK annoctepryeckn aktusmpyerca NADH ATO v auetun-KoA, Ho nHrmbupyetca

nupysaTtom. Mpu MbiweyHon paboTe NoBbileHne KoHueHTpauun Ca’t aktuenpyet docdatasy
MAK, kotopasa fedochopunupyet n aktmsupyet MAK

7.4. Amdunbonnueckoe sHaueHne obuiero nyTn Katabonnsma

OO6umit myTh KaTtaboJM3Ma BBIMOJIHSIET KaK 3HEepreTMyeckyto, Tak U aHabouye-
ckyio ¢pyHkumio (puc. 7.9). Anadonmueckas ¢pyHkumst OITK mposiBisieTcss B TOM, 4TO
PSII IPOMEXKYTOUYHBIX MPOAYKTOB UCITOJIB3YETCS TS CUHTE3a HEOOXOIUMBIX OPraHU3MY
BellecTB. Tak, MUpPyBaT, o.-KETOTIyTapaT M OKcajoaleTaT SBISIOTCS KeTOKMCIOTaMH,
KOTOpBIE TIyTeM TPaHCAMUHHMPOBAHUST MOTYT TIPEBPAIIaThCS B aJlaHWH, TITyTAaMUHOBYIO
1 acTaparmHOBYIO KMCIOTH COOTBeTCTBeHHO. CyKIIMHMII-KOA McTonb3yeTcst a1t CUH-
Te3a remMa, a MMpyBaT U OKcajoalleTaT MOTYT BKJIFOUAThCS B MPOLIECC CUHTE3a TTIOKO3BI.

OueBUIHO, UTO BbIBEJACHME XOTsI ObI OJHOTO MeTaboJIUTa 1IMKJIa HapyllaeT ero pa-
00Ty, TaK KaK YMEHbIIIaeT pereHepaluio okcanoalerara. [1isi KoMneHcaluuu yobuiu
MeTaboJUTOB IIMKJIa B MUTOXOHIPUSIX MPOUCXOMUT PeaKius KapOOKCUIUPOBAHUS
nupyBara ¢ oOpa3oBaHHMEM okKcajoaleraTa. Takum oOpa3oM, IMUPYBaT BKIIIOYAETCS
B IIUTPATHBIN IIUKJ IBYMS IMyTSIMU: OKUCIUTEIHHBIM TeKapOOKCUINPOBAHUEM C 00-
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Eenwie

Puc. 7.9. Amdunbonunueckoe 3HaueHve obLIMx NyTeln Katabonmnsma:
A — 3HepreTuyeckas posnb OlK; b — aHabonnyeckoe 3HayeHne ONK

pasoBaHUEM aneTuia-KoA n Kap6OKCI/IJ'II/IpOBaHI/ICM C 06pa30BaHI/IeM oKcajoanerara.
ITocnenHioo pPCaKInIO KaTaIu3nupyeT nupyBaTKapﬁol(cnnasa

nupyBaTKapOOKcuIa3a

IMupysar + CO, + AT® — Oxkcanoauerat + AP + H,PO,.

INMupyBaTKapOOKCHIIa3a COAEPKUTCS TOIBKO B MUTOXOHIPHUSIX. DepMEeHT MOCTPOCH
U3 YeThIpeX CYObeIMHMIIL, KaXK1as U3 KOTOPBIX COAEPKUT IPOYHO CBA3aHHbII MOH Mn?*
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Y BUTAMMH OMOTHMH, BBIMOJHSIOIIMI KO(EepMEHTHYIO (DYHKIINIO. buoTuH coenuHeH
¢ (hepMEHTOM aMUIHOM CBSI3bIO Uepe3 e-aMUHOTPYIIITY ocTaTka Ju3uHa (puc. 7.10).

0 0
I I
HN™NH HN""N—~COOH
HC——CH | 0 HE——CH
HUOCKHyy—HC\S/CHJ L?_NH—CACHﬂr—H(\s/CHg

A b

Puc. 7.10. CtpoeHue 6roTrHa (A) 1 KapbokcmbroTnHa B coctaBe depmeHTa (b)

7.5.unosHepreTnyecKkmne CoOCToOAHNA

HaubGonee yacToit NpUYMHON TMIIO9HEPTETUYECKUX COCTOSIHUIA SBJISIETCS TMIIOK-
cHsl, BOBHMKHOBEHME KOTOPOiA, B CBOIO OUYEPE/lb, CBA3AHO C HAPYIIEHUEM:

® MOCTYIUICHHSI KHCJIOPOJa B KPOBb, YTO HaOII0NaeTCs NMpY HeocTatoyHocT O,

BO BIbIXa€MOM BO3/1yX€ WM HEJOCTATOUHOCTH JIETOUHON BEHTUJISILINY;

e TPAHCHOPTA KUCJIOPOAA B TKAHM IPU MATOJOTMU KPOBOOOpalleHUs WX CHU-

>KEHUU TPAHCTIOPTHOM (PYHKIIMM reMOTJIOOMHA;

e (YHKIUA MUTOXOPHUIA, BHI3BAHHBIX ICHCTBUEM SII0B U pa300IIUTEICH.

Kpome Toro, npuumMHOMN rMIO9HEPreTUYECKUX COCTOSIHUIA MOTYT ObITh TMNOBU-
TaMHMHO3bI, TAaK KaK B peaklMsX OOLIMX IMyTeill KaTtabosinu3Ma W JbIXaTeIbHOU lLienu
y4acTBYIOT KOEPMEHTHI, colepXalllie BUTAaMUHBL. Tak, BUTaMUH B, BXOOuT B co-
ctaB TMaMuHAMbocara, BUTaMuH B, aBisgercsa coctaBHoi yacteio FMH u FAD,
sutamuH PP B Bune HukornHamuna sxonut B coctaB NAD' u NADP, nantoreHoBast
KHCJI0Ta — B COCTaB KoepMeHTa A; OMOTUH BITIOTHSIET KOEPMEHTHYIO (DYHKIIMIO
B peakliuy KapOOKCUIMPOBAaHUS MUpyBaTa.

KOHTpOﬂbeIe 3aaHuA, TeCTbl, 3aga4uun

3apaHuA

1. CocraBbre cyMMapHO€ ypaBHEHUE IUTPATHOTO IIMKJIA.

2. O6ocHyiiTe sHepreTuyeckuii 3PPEKT HUTPpATHOro HUKIIA. g 3TOro:

a) HaIMIIWTE peaklUu, COIpoBoXKaalolnecs: cuHTte3oMm ATD;

0) Hanummure cxemy IO m ykaxkure peakium, ¢ KOTOPHIMM OHA COIPSDKEHA;
yKaxuTe KodduireHT P/O B 3THUX peakLMsX;

B) Ha30BUTE CITOCOOBI cuHTe3a AT®D B IUTPATHOM LIUKJIC.
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3. OOummii myTh KaTaboau3Ma uMeeT aHaboauTuueckue yHkiuu. [lpuBeaute
npuMepbl TaKuX TpeBpalleHuil. Kakue BelllecTBa JOJKHBI ObITh B U30BITKE, YTOObI
MpeaoTBpaTUTh CHUXKeHue ckopoctu OITK?

4. B xonme mpeBpalnieHus1 nupyBaTta B aueTu-KoA oauH MOH Bogopoja U ABa
2JIEKTPOHA OKasbIBaroTcs B coctabe NADH, a mpyroit mpoton B Buge H™ mocrymaer
B cpely. YKaxuTe ImyTh mepeHoca H' 1 a51eKTpoHOoB 0T MoJIeKyIIbl TupyBata Ha NAD™
¢ oopaszoBanreM NADH 1 00bacHUTE, TTOUEMY B 9TOM peakiny onH H okasbiBaeT-
Cs HETIPMCOSTMHEHHBIM 1 TTIOCTYTIAET B CPELIY.
st aTOTO:
a) ykaxuTte ctpoeHue I1JIK, HazBaHue (pepMEHTOB U KODEPMEHTOB;
0) HanuiuTe GopMyJIbl MUpyBaTta, padodeit yactu NAD B OKMCI€HHOM U BOCCTa-
HOBJICHHOI (hopMme;

B) OIMMIIUTE 1IETbh PeaKIUii, MO3BOJSIOUINX MPOCIEIUTh MyTh TPOTOHOB U 2JICK-
TPOHOB B MUPYBATAESTUAPOreHAa3HOM KoMIliekce. OTBETbTe Ha BOIPOC 3a-
Jayu.

TectoBble 3apaHunA

1. BoiOepuTe npaBUIbHbIE OTBETHI

OOt myTh KaTaboJM3Ma BKJIIOYACT:

A. TlpeBpalleHue TIIOKO3bI B TUPYBAT.

b. Inaponus 6eaKoB ¢ 00pa3oBaHUEM aMUHOKUCIIOT.
B. LluTpaTHBINA IUAKIT.

I. ObpazoBanue aneTuii- KoA 3 nmupysara.

J. Llens riepeHoca 31eKTPOHOB.

2. BoiOepuTe nmpaBUIbHBIE OTBETHI

LuTpaTHbINA UK

A. TlpoucxoauTt B IUTO30J1€ 1 MUTOXOHIPUSIX.

b. NMmeet anabonuueckue pyHKIIUN.

B. IIpoucxoauT B aHa3POOHbBIX YCIOBUSIX.

I Mmeet sHepreTudeckuii a¢dpdexr, paBHblil 15 Mmoaam ATO.
. Conpstxen B LITTD.

3. YcTaHoBHTE COOTBETCTBUE

BDransl OIIK DHepreTuueckuii 3pgexr
Hutpat — CykunHui-KoA. 1. 1 Mmonb AT®.
®ymapar — Marnar. 2. 2 monsg ATO.
[MupyBatr — Anetnin-KoA. 3. 6 moneit AT®D.

Cykumnmi-KoA — CykuuHar.
CykuuHar — Maiar.

SRS
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4. YcTaHOBUTE NMPABUIBHYIO NMOCJIEI0BATEIbHOCTDH COOBITHIA

B xone npeBpaieHus nupyBata B alieTiiI- KoA mpoucxoaur:

A. ObOpazoBaHue alleTUITUOA(GUPA JIMIIOCBOU KUCIOTHI.

b. lexapOoxkcunupoBaHue NyUpyBaTa.

B. Tpancnopt Bonopona or FADH, Ha NAD™.

I. ObpazoBanue aneTii-KoA 11 BoccTaHOBIICHHOM (POPMBI JTUITOAMUIA.
. leruapupoBaHre BOCCTAHOBAEHHOM (pOPMBI TUMIOAMUIA.

5. BoiOepuTe nNpaBUJIbHBI OTBET

Cyb6cTpaToM B peaKLUsIX JeTMAPUPOBAHUS B LIMTPATHOM LIMKIIE SIBJISIETCSI:
A. Hutpart.

b. Okcanoarierar.

B. M3ouutpar.

I. ITupysar.

. CykunHui-KoA.

6. YcTaHoBHTE COOTBETCTBHE

KodepmenTni DepMeHTbI
A. NAD™. 1. ITupyBaTKapboKkcuiIasa.
b. HS-KoA. 2. CykumHaTIeTuaporeHasa.
B. FAD. 3. ManataeruaporeHasa.
I. buotuH.
. FMN.

7. YcTaHOBUTE COOTBETCTBHE

Kodepment Buramun
A. Jlunoamwm. 1. PubocpiaBuH.
b. TO®. 2. [TaHTOTEHOBAsI KUCIOTA.
B. HS-KoA. 3. HukoTnHOBas KMCIOTA.
I. ®MN.
1. NAD".

8. Bol0epuTe MpaBUILHBIH OTBET

®epMeHT IIUTPATHOTO IMKIIA, OOJamafoIInii abCONIOTHON CyOCTpaTHOM CITel-
MOUIHOCTBIO K IBOITHOI CBSI3M CyOCTpaTa:

A. AxoHuTAa3za.

b. ®ymapasa.

B. a-kerornyraparaerunporeHasa.

I. M3onurparmeruaporeHasa.

. NADH-gerngporenasa.



186 Brionornueckas xumms

9. BriOepuTe nMpaBUIbHBI OTBET

DepMeHT, KaTaTU3UPYIOIINUI 00pa3oBaHUeE MPOAYKTA C MAKPOIPTUUECKOM CBS3bIO:
A. llutpaTcuHTa3za.

b. ManataeruaporeHasa.

B. CykuunataeruaporeHasa.

I. a-keroriayrapataeruaporeHasa.

J. M3omurpataeruaporeHasa.

10. BoinosiHuTe mocjaenoBareibHOe 3a1aHNeE

a) eumamun H seasemcs npeduwecmeeHHukom Kogepmenma:
A. HS-KoA.

b. TH®.

B. buoTuHa.

I. FAD.

. Kodpepmenra Q);

0) amom Koghepmenm yuacmeyem 6 peaKyuu:

A. IlupyBat — anetnn-KoA.

b. Cykuunat — ¢ymapar.

B. INupyBar — okcanoalerar.

I Manar — okcajoalerar.

. Auetun-KoA + okcanoauerar — LUTpAT;

B) oma peakuyus npoucxooum:

A. B murpatTHOM LUKJIE.

b. B uenu nepeHoca 3JeKTPOHOB.

B. I1pu yobU1M META0OIMTOB LIMTPATHOIO LIMKJIA.
I Kak peakuust neruapupoBaHMsI.

M. C obpazoBanueMm ATD.

11. BoimosiHuTe mocjenoBaTeibHOe 3aaHNe

a) GUMAMUH, 8 COCIAB KOMOPO20 6X00UM CIMPYKMYPa U30AAN0KCA3UHA, COCOUHEHHO20
CO CNUPMOM PUOUINONOM:

A. B,.

b. H.

B. PP.

I B.

. E;

0) amom eumamun s1615emcs NpeoulecmeeHHUKOM KogepmeHma:

A. Ilupunoxcanbdocdara.

b. buoTuHa.

B. FAD.

I. NAD.

J1. HS-KoA;
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B) OaHHbLll Kohepmenm xodum é cocmae hepmenma:
A. LlutpaTcuHTA3HL.

b. AkoHuTa3HI.

B. CykKuMHaTTUOKMHA3HI.

I UzouurpaTtaeruaporeHasa.

J. CykumHaTAeruaporeHaspl;

T') NePBUYHBIM AKUENINOPOM DACKMPOHOE O KODEePMeHMA 3mM020 hepMeHma 16A5emcsi:
A. Hutoxpom C.

b. NADH-pgerunporenasa.

B. YouxuHoH.

I’ QH,-perunporenHasa.

. Kucnopog.

12. BriOepuTe npaBHJIbHbIE OTBETHI

B nipucyTrcTBUM 6apOUTYpaTOB HapyIIalOTCs TTpeBpalleHus:
A. Manar — okcajoanerar.

b. ®ymapar — manar.

B. CykumHat — ¢pymapar.

I. TTupyBaTt — anetuii-KoA.

. M3omuTtpaTt — o.-KeTorayrapar.

13. BoiGepuTe NpaBUIbHbIE OTBETHI
PerynsaropubiMu pepmentamu OITK gBisioTcs:
A. LlutpaTcuHTasa.

b. IlupyBaTaeruaporeHa3HbIi KOMILIEKC.

B. M3onurparneruaporeHasa.

I. CykuumHaTTMOKMHA3a.

. a-KerornyrapatnernaporeHa3HbliA KOMILIEKC.

14. Bpi0epuTe npaBUIIbHbIE OTBETbI

AJ1® aBisieTcsl aKTUBATOPOM:

A. M3ouuTpataernaporeHasbl.

b. ManatneruaporeHasbl.

B. ®ymapa3bl.

I. ®epmenTon LIIID.

J. TTupyBaTaeruaporeHa3Horo KoMIuiekca.

15. BoiOepuTe npaBUJIbHbIE OTBETHI
AxtuBHocTh [1[IK yMeHbI1aeTCS TIpH:

A. ledochopunupobanue TTIK.

b. CHuxxeHuu cootHoueHus AP /ATO.
B. IlpucyrcTBur 6apOUTYypaTOB.
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[ deduunre ButamuHa B, (TnamuHa).
J1. TToBhILLIEeHUMM KOHLEHTpaLUuu aleTuia-KoA.

16. BeiOepuTe npaBUIIbHbIE OTBETHI

CKOpOCTh LIUTPATHOTO LIUKJIA CHUKACTCS B YCIIOBUSIX:
A. IoBeimenust cootHomeHnst AJIID/ATOD.

b. Camxenus coornomrennss NAD'/NADH.

B. YMmeHblIeHMsT KOIMYeCTBa reMOrIoOMHa.

I. UnTeHcuBHOMN (pU3NIECKOM pabOTHI.

J. Jeduuure BUTaMrMHa — OMOTUHA.

17. BpiOepuTe npaBuibHbIE OTBETbI

[TprurHaMU TUTIOBHEPTETUUECKUX COCTOSIHUIA MOTYT OBITh:
A. OTpaBiieHUe yrapHbIM Ira3oM.

b. YMmeHblleHME conepxKaHUs reMOTJI00MHa (AHEMUM ).

B. Hedextrl hepmenTon LII1D.

I. Tunmosuramnuo3ssr B, B,, PP.

J. CHUXeHMe abIXaTeTbHOU (DYHKIIMU JIETKUX.

18a. YcTaHOBUTE COOTBETCTBHE
Dranbl KaTa00J1M3Ma NMUIIEBBIX BemecTB (0003HaUeHbI OYKBaMU)

| 2Kupbl | | VrieBoabl | | benku |
N
Kupnbie [nuuepon Iokosa AMUHO-

KHCHQ Iil / KHCJIOTBI
e

I\VHS—KOA

co,
FADH, | o, > 5

\I:IADH

N
X
2

F

HO
S
H+

AID + Pi +
£ )
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1. O6uMit myTh KaTaboau3ma.
2. LlnTpaTHBIA UK.
3. Cneuugpuyeckue myTu KaradoausMma.

180. YcraHoBHTE COOTBETCTBHE

Dranpl KaTa00J1M3Ma NMUIIEBBIX BEMIECTB (Ha cxeMe B 3aJaHuM 18a 0003HauYeHbI
OyKBamu)

XapaKTepﬂCTﬂKa ITaIloB

1. MeTtaGosuT 06pa3oBajics B pe3yJibTaTe peakKlMyi OKMCIAUTEILHOTO 1eKapOOKCH -
JINPOBAHMUSI.

2. Oxucnenne Merabommra 1o CO, n H,O conposoxnaercs cuHTe3oM 15 Moneit
ATO.

3. Oxucnenue metabonura no CO, n H,O conpoBoxnaetcs cuHTe3oM 12 Moseit
ATO.

19a. YcTraHoBUTE COOTBETCTBHE
OO6ummii myTs Karadosm3ma (3tanbl OITK 0603HaYeHBI OYKBaMM)
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BOran OIIK conpskeH ¢ CHHTE30M
1. 6 moseit ATD.

2.2 moneit ATD.

3. 1 mosst ATD.

196. YcTaHoBHUTE COOTBETCTBHUE

OOmmii myTh KaTabdoam3ma (cxema B 3amaHuu 19a, starnsl 0003HaUEHBI OyKBaMM)
Ha srane OIIK npoucxoaut

1. Peakumst KOHIEHCAIINN C UCITOIH30BAHUEM SHEPTUM MaKPOIPTUUECKON CBSA3MH.
2. O6pazoBaHre MeTabOINTA C MAKPOIPTUIECKOU CBSI3BIO.

3. MHrubupoBaHUe MaJOHATOM.

19B. YcTaHoBHTE COOTBETCTBUE

OOmmii myTh KaTabdoam3ma (cxema B 3amaHuu 19a, starsl 0003HaUYEHBI OyKBaMM)

Dran BKII0YAET PeaKIHIo

1. Cyb6cTpatHoro (pochoprImpoBaHus.

2. OxucaurenabHoro (pochopunupoBanus ¢ yuactueM FAD-3aBucumoit neruapo-
reHasbl.

3. PereHepaluu okcanoalieraTa.

20a. YcTaHOBUTE COOTBETCTBHE
IIuTpaTHbIA HMKI

CH;—CO ~S—CoA
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MeTta6oauTbl (0003HaUEHBI OYKBaMU)
1. @ymapar.

2. N3omurpar.

3. Okcajoanerar.

200. YcTaHOBHUTE COOTBETCTBHE

IMuTpaTHblii nMKA (cxeMa B 3agaHuu 20a, MeTabOIUTHI 0003HAYEHBI OYKBAMMU)
XapakTepucTHKa MeTa00JUTOB

1. [IpomyKT peakIny abI0JbHOM KOHICHCAIINH.

2. UMeeT MaKpOIPIrnYecKyo CBS3b.

3. IlponykT peakiiuu, KataauzupyeMoit FAD-3aBucUMOI JeruaporeHa3oim.

20B. YcTaHOBHTE COOTBETCTBHE

IIuTparHeiii HuKa (cxeMa B 3agaHuu 20a, MeTaboJIMThl 0003HAYeHbI OyKBaMU )
XapakTepucTHKa MeTa00JIUTOB

1. CybcTpat peakliuy AeTUAPUPOBAHUS U 1eKapOOKCUIUPOBAHUSI.

2. Bxitouaercs B peakiiiio ruapaTaliuu.

3. CyOcTpar peaklimy Mu30Mepr3aliuu.

3apgaun

1. Y nauueHToB ¢ nilieMruueckoii 60Je3HbI0 ceplia, MPpU KOTOPO KPOBOTOK B 00-
JIaCTM MUOKapja YMEHbIIEeH, BO3MOXHO BO3HUKHOBEHME HapylLIeHUI CepaeyHOro
pUTMa U MPOBOAUMOCTHU. OTHON M3 MPUUYMH 3TUX HAPYILICHUI SIBJSETCS CHUXKEHUE
aktuBHocTH Na*, K*-AT®a3b1, BCTPOEHHOI B MEMOPAHBI U MOIIEPKUBAIOLLEN Ipa-
JNIMEHT MOHOB, HEOOXOAUMBII JJIs HOPMaJbHOU pabOThI cepalia.
[Touemy cHmkaercsa aktuBHOCTh Na*, K" -AT®Dassl py MIIEMUYECKON OOJIE3HN
cepaua?
Jln1s1 oTBeTa Ha BOMPOC BBIMOJHUTE CIEIYIOIIME 3alaHusI:
a) o0bdacHUTE MexaHu3M (yHKunoHuposanusa Nat K -AT®a3bl, criocob ee ak-
TUBALIMY Y YKAKWUTE UICTOYHUK SHEPTUU JIJIS €€ padoThl;

0) HA30BUTE U OMUILIUTE OCHOBHOI CITOCOO CMHTE3a MaKpPO3PTUUECKUX MOJIEKY,
HeoOXOoaMMBIX 1 PyHKUMoHUpoBaHus ATda3k;

B) U3 CXEMBbI O0IIEro MyTHU KaTabo13Ma BHIOEpUTE U HAIUIIMTE PeaKIMK, COIIps-
JKeHHbIE€ C CHHTE30M 3TUX MOJIEKYJI.

2. TlpenmapaT MEKCHUIOJ MCIOJb3YeTCSI B HEBPOJIOTUU W KapAWOJIOTUM IJIS Jie-
YeHUST COCTOSTHUM, CBSI3aHHBIX C TUTIOKCUEH TKaHel (ITOK, HapyIIeHHe MO3TOBOTO
KpPOBOOOpAIEHUsI, OCTPbIe Mepuoabl MH(papKTa MUuokapaa u ap.). [1lo xumuyeckoit
CTPYKTYpPE MEKCHIIOJ SIBJISIETCS TTPOM3BOTHBIM COJTU THTApHOM KUCIOTHI. OOBbICHUTE,
IMOYeMy 3TOT Iperapar MOBBIIIAET YCTOMUYUBOCTh KJIETOK K KHCIIOPOI03aBUCHMBIM
MaTOJIOTHSIM.
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Jl1st oTBeTa Ha BOIIPOC:

a) HaIMIIWATEe CXeMY Ipoliecca, MeTabOJIMTOM KOTOPOTO SIBJIIETCS STHTapHAash KUC-
JIOTa U CKOPOCTb KOTOPOT'O CHUKAETCS TTPU TUITOKCUM;

0) yKaxxuTe poJib KUCJIO0PO/a B 3TOM IIPOLIECCE U OTBETHTE HA BONPOC 3a4AUU.

3. CniopTcMeHKa, 3aHUMaroIIascs 00AUOUIAUHIOM, ISl CTAOMIM3allMU CBOETO
Beca IepeJ; COPeBHOBAHUSIMU B KauecTBE JIOMOJHUTEJ]bHOIO CPeACTBa IS MOXY-
JIeHUsI TI0 COBETY Jpyra MpUHUMAaJa Mpernaparhbl, coaepxaiiue 2,4-1MHATpoGEeHO
(2,4-AH®). Ho BMecTe ¢ oXMmaeMbIM ITOXYIEHUEM TOSBIIIOCH TIOXOE CaMOYYB-
CTBUE, TOJIOBHBIE OOJIM, OIIYIIEHUE CIa00CTU, TOJIOBOKPYXEHUE, CHIXKEHIE paboTOo-
CIIOCOOHOCTH, TTOBBIIIEHUE TEMIIEPATYPhI TeA.

st 0ObsICHEHUST TTIPUUMH HAOGTIOAAEMBIX CUMITTOMOB BBITIOJTHUTE CJICAYIOIINE 3a-
JaHUS:

a) HaIMIINATE CXeMY Ipollecca, KOTOPhIi HapyliaeTcs B mpucyrcTsun 2,4-JIH®D;

0) yKaxuTe, C KAKUMU peaklMsIMU CBsI3aH 3TOT Mpoliecc B 00IeM MyTu KaTtabo-

JIN3Ma TUILEeBbIX BELIECTB;
B) onuiuuTe MexaHusm aeiicteust 2,4-JTH®D. OO0bsicHUTe MPUUYMHY IJIOXOTO CaMO-
YYBCTBUSI 1 TIOBBILLIEHUSI TEMIIEPATypPhl Y CIOPTCMEHKM.

4. bypsiit meaBensd (nat. Ursus arctos) — XUIIIHOE MJIEKOIMTAlOLIEe, pacipocTpa-
HeHHoe B Poccuu B iecHol 30He. J1J1st Oyporo MenBe/ist XxapaKTepHa Ce30HHast IUKJIAY -
HOCTB XM3HU. K 31Me MeBeb HaryIMBaeT MOAKOXHBII KUP B OypOii XKUPOBOI TKAHU
(mo 180 xr) 1 ¢ oceHu 3aneraer B Oepaory. 3UMHUI COH IJIUTCS OT 74 mo 195 mHeil.
TemmnepaTypa ero Tejia B 3TOT IEPUOJL CHUKAETCS He3HAYUTEIbHO. 3a IIepro/I 3MMOBKI
MenBeab Tepsiet 10 80 Kr xkupa. Ocodylo poJib B MPOTEKAHUM 3UMHEN CIISTYKU UTPaeT
Oypasi XXupoBast TKaHb, AAUIIOLIUTEI KOTOPOI coaepKaT MHOTO MUTOXOHIPUIA.

OO0bsicHUTE, KaK IIPOMCXOAUT OCBOOOXKIECHNE TEIJIOBOM SHEPTUM JJIs TTOAAepXKa-
HUS TeMIepaTyphl Teja Y MJIEKOIUTAIOIIMX.

Jlnst oTBeTA:

a) HaMUIIKUTEe TPUMEPBI peaklnii, TPOTeKAIOLIUX B 00ILIEeM ITyTH KaTaboam3Ma oc-
HOBHBbIX THUILEBbIX BEIIECTB (B TOM UYMCJIE W JUIIUAOB), COMPOBOXIAIOIIUECS
cuHTe3oM ATD;

0) mpuBeaUTE CXeMy, OOBSICHSIIONIYIO MEXaHU3M COINPSIKEHUSI 3TUX peakuuit
¢ cunresom AT®;

B) OTBEThTE Ha OCHOBHOI BOIIPOC 3a1auH.

5. M3BecTHO mopaxkeHHWe O3epPHBIX PhIO, MPU IOeJaHUU KOTOPBIX Y XKMBOTHBIX
U JIIOJIeH pa3BUBAETCSI OCTPOIIPOTEKatoliee 3a00eBaHue (IOKCOBCKasI, CapTIaHACKas,
rapckast 60JIe3HN, Ha3BaHHbIE 110 MECTY BOSBHUKHOBEHMS 1 HaOJtoneHus1 ). bojie3Hb
COIPOBOXJIAETCS YTHETEHUEM JIbIXaHUS, IOTEPENA B BECE, YBETUUYEHUEM TEMITEPATYPbI
tena. Hanbosee BeposiTHOM MpUUYMHOI 3a00/1eBaHUS SIBISIETCS TTOCTYIUICHUE B Opra-
HU3M THaMUHAa3bl, paspyliarolineii THaMuH. DTOT (epMeHT OOHapyXXeH y OOJbHBIX
PbIO, MUTAIOIIMXCS CUHE-3eJIEHBIMU BOJOPOCIISIMU, Y KOTOPBIX aKTUBHOCTh U KOJIM-
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YECTBO TUAMMHA3bI CUJILHO YBEJIMUMBAETCS MPU LIBETEHUM BOAbI. TMaMMnHa3a BOIO-
pociieii mocTymnaeT B TeJIO phIO, a 3aTeM B OpraHu3M ueyoBeka ((puroTokcuuyeckas
npupopaa 060Jie3HN).

J17151 OOBSICHEHU I TIPUYMH U TIPOSIBJICHUI 00JIE3HU BBIMOJHUTE CASAYIOLICE:

a) yKaxuTe KO(EepMEHT, KOTOPbIiA SIBJISICTCS MTPOU3BOAHBIM THAMUHA, U (hepMEH-

ThI, COIEpKaIlINE 3TOT KO(DEPMEHT;
0) Hanuute peakiuu OITK, B mpoTeKaHUU KOTOPBIX YIACTBYIOT 3TU (DEPMEHTHI;
B) OOBSICHUTE MPUYMHbBI U MPOSIBJICHUST OTTMCAHHOI OOJIE3HMU.

6. bazenoBa 060Jie3Hb (TMPEOTOKCUKO3) CBsI3aHA C TrUnepyHKIMENH IIUTOBUI-
HOM kene3bl. Y JIML ¢ TUPEOTOKCUKO30M HaOII0AaI0TCs YBEeJIMUYeHNEe IIIMTOBUIHOMN
JKeJIe3bl, TaXUKAPAKS, TIOBBIIIEHHAS TTOTJIMBOCTD, PE3KOE TTOBHIIIICHIE TEMITEPATYPhI
TeJa M yJalleHHOe nbIxaHue. [umnepdyHKIIMs BO3ZHUKAET MPH M30BITOYHOM CHHTE-
3¢ TOPMOHA IIIATOBUIHOM XeJIe3bl TUPOKCHUHA, KOTOPBIN BIUSET HA SHEPTETUYECKUN
00MEH, U3MEHSI colpsikeHne npixaHud U dochopuanpoBanus AJP. O0bsicHUTE,
C YeM CBSI3aHO TMOBBILIEHUE TeMIepaTyphl Teja U yJallleHHOE IbIXaHUe Yy OOJIbHbIX
TUPEOTOKCUKO30M. [LJ1s aTOTO:!

a) OIMUIIUTE CITOCOOBI TEPMOPETY/ISILIMU Y JKUBOTHBIX U YEJIOBEKA;

0) 00BSICHUTE MEXaHU3M BJIMSIHUSI TUPOKCUHA Ha COMPSIKEHUE AbIXaHUsl U ¢oc-
dopunmuposanust AJD. Kakue ere BeliecTBa SHIOTEHHOTO MJIN 9K30T€HHOTO
MPOUCXOXKIeHUS 00J1aAaI0T CXOAHBIM 3(hpekToM?

B) OOBSICHUTE MEXaHU3M OKHUCIHUTETbHOro (GochopumupoBanus AP u npuse-
nute mpuMep peakiu OITK, compsskeHHOM ¢ 3TUM TTPOIIECCOM;

I) OTBETBHTE Ha BOIIPOC 3adayuM.

7. Psin cuHTeTUYECKMX ITpernapaToB (CEMIIMHOH, CEHOH, YOMHOH ) Ha3HA4yaloT CIIOPT-
CMEeHaM 11 BOCCTaHOBJIEHUM (u3ndeckoit padorocnocodoHoctu. Ilo xumuueckoit
CTPYKTYpPE 3TU Mpernaparhl SBJISIOTCS MPOU3BOIHBIMI OEH30XMHOHA, T.€. CTPYKTYPHbI-
MM aHajioraMu KodepmeHTa Q, ClocOOHBIMU MOMOJHSTh 3aachl 3TOTO0 XMHOHA B Op-
raHusMe. OObSICHUTE MEXaHU3M TOJOXUTEJbHOTO NeMCTBUS YKa3aHHBIX TIperapaToB
Ha paboTOCMOCOOHOCTh MBIIIIIL CIIOPTCMEHOB.

J11s1 oTBeTa BBIMOJHUTE CICAYIOIIME 3aJaHusI:

a) HaIMIIKMTE CXeMy Ipoliecca, MPOTeKarlIero ¢ yuactueM KopepmeHTa Q, 1 yka-

JKUTE ero poJib B 9TOM IPOLIECCE;
0) yKaXknuTe BOCCTAaHOBJIICHHBIE KO(EPMEHTHI, KOTOPBIE CIYKaT OCHOBHBIMU MC-
TOYHUKAMU 3JIEKTPOHOB W IIPOTOHOB TSI 3TOTO TIpoIiecca;

B) NIPUBEIUTE CXEMy OOIIEro IyTH KaTaboyim3Ma IMIIEBBIX BEIIECTB U YKAXKUTE

peakirM, B KOTOPBIX 00pa3yIoTCs 3TH BOCCTAHOBICHHbBIE KO(PEPMEHTHI.

8. OmHa cTyaeHTKa OTIpaBUIach Ha TIPOTYJIKY B JIETKOM ofiek e, ObICTPO 3aMep3iia
u apoxarna. JIpyras, Terio oneras B 11y0y, CIIOKOMHO TyJisjIa Ha MOpO3e.

OOBSICHUTE, C OAMHAKOBOI JIM CKOPOCTBIO OYIYT ITPOTEKATH OKUCIUTEIbHBIE ITPO-
LIECCHI B MBIIILAX Y 3TUX CTYJIEHTOK. MOXHO JIN YTBEPXKIATh, YTO MOCJIE MPOTYJIKU
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y TIepBOI CTyACHTKE OyIeT XKeJJaHNe CheCTh 0OJIbIIee KOTUIECTBO IMUIIU, YeM Y BTO-
poii?
st oTBeTa:
a) Hanumure cxemy OITK, ykaxure cneunduyeckre myTu KaradoarM3Ma OCHOB-
HBIX MUILEBBIX BEIIECTB U UX OOIILYIO CTAAUIO;
0) 00BsICHUTE 3HAUEHKE ITOTO Ipoliecca B 9HEProooecneYeHMM OpraHru3Ma u Me-

XaHU3MBI €I0 peryjadainu;

B) OOBSICHUTE POJIb APOKAHUS MPH TIePEOXTAKICHUN.

9. INpumeHeHMe MpenapaTta KOKapOOKCUiIa3bl, KoTopas sBisieTcs (pochopuim-
pOBaHHOI (pOPMOI TMAMUHA, TTOJIE3HO TTPU HEJOCTATOYHOCTH KOPOHAPHOIO KPOBO-
oOpallleHUs, JIETOYHO-CePACUYHBIX CHHAPOMAX 1 PA3IMYHbIX TATOJOTUYECKUX COCTO-
SHUSX, TPEOYIOLINX YIYYIIEHUST SHEPTETUUECKOTO OOMeEHA B TKAHSIX.

OO0ObBICHUTE MEXaHU3M JIEUEOHOTO JENCTBUS Tpernapara KOKapOOKCHIa3hl.

10. buotuH (ButamuH H) KocMmeTosiorn Ha3bIBalOT «BUTAMUHOM KpPacOThl», Tak
KaK MpHY €ro HeAOCTATOYHOCTH B UM CJIe MHOTOUMCIEHHBIX CUMIITOMOB HAa0II0AAI0TCSI
JIOMKOCTB BOJIOC M HOTTEH, Nps10J10cTh Koxki. Ha 3ToM 0ocCHOBaHMM OMOTHH BKJTIOYACT-
¢S B COCTaB MHOTMX KOCMETUYECKUX CPEACTB, YIyUIIAMOIINX SHEPTeTUUECKUI OOMEH.

OOBSICHUTE MEXaHNU3M JIedeOHOTO IeficTBUS O0MoTHHA. I 5TOTO:

a) HaluIIKUTe peaklMio, B KOTOPOM ydyacTBYeT OMOTHH; YKaXXUTe 3HaUYEeHUE 3TOM

peaxkiuu;

0) HAMUIIUTE CXeMYy Mpollecca — OCHOBHOIO MCTOYHMKA SHEPTUM B OpraHU3Me,
CKOPOCTb KOTOPOTO CHMXKAETCS TIPU TMITOBUTaMUHO3e H.

3TaNoHbl OTBETOB K TECTOBbIM 3afaHNAM

—_
(=]

11
12
13

.B, T, 1.

. b, 1.
A—-02—0,3—A
.b,A, T, 1, B.

. B.
.1—-1,2—B,3—A.
.1—-1,2—B,3— .
b.

L

.a) B; 6) B; B) B.
.a)A;0)B;B)I; 1) B.
AT
.A, b, B, JI.

14.A, T, 1.
15.B, B, T, [I.

16. B, B, /1.

17.A, B, B, T, 1.
18a.1—B,2—JI,3—A.
186.1—T,2—B,3—T.
19a.1—B,2— I3 —B.
196.1—A,2—B,3—T.
198.1—B,2—T,3— ]I
20a.1—J1,2—B,3—A.
206.1—B,2—T,3—]I.
208.1—B,2— /1,3 —B.



Obmen yeneeo0os

Ienu n3yyenusi. 3HaThb U YMETb OOBSICHUTD:

e [IpOlLIeCChl TIepeBapuBaHUs U BCAChbIBAHUSI OCHOBHBIX YIJIEBOJIOB MWW, TTPU-
YUHbBI CUMITOMOB, BO3HUKAIOIIUX ITPU UX HAPYIIEHUH;

e STarbl CUHTE3a U MOOMJIM3AlIMKY INIMKOTeHa, 0COOEHHOCTU MOOUIU3AIIUU TJIu-
KOTeHa B ITeYeHU U MBILILIAX, 3HaUeHe CUHTe3a U pacaaa IIMKoreHa Juist moji-
JiepXKaHUsl TOMEeOCTa3a IJII0KO3bI;

e MEXaHM3Mbl PETYJSLIMK OOMeHa ITMKOTeHa TOPMOHAMU, IPUYMHBI U KJIIMHAYE-
CKHMe€ MPOSIBJIEHUS IIMKOT€HOBbIX O0JIE3HEIH;

e DSTafbl a3poOOHOr0 M aHa’pOOHOro KaTaboJiM3Ma IIFOKO3bl, 3HAUeHME Kara-
0oJiM3Ma TJIOKO3bl MPU Pa3HbIX (PU3MOJOTMUECKUX COCTOSIHUSIX OpraHu3Ma,
a TaKKe MPUYMHBI U TTOCIEACTBUS HAPYILIEHUS 3TOTO MPoliecca;

e 0COOEHHOCTU OKMCIUTEILHOIO M HEOKMCIUTEIHLHOIO 3TaIoB eHTo30docdart-
HOTO MYTHU OKUCJIEHUS TJI0KO3bI, IPUUMHBI 1 MOCJIEACTBUSI HAPYLIEHUIA 3TO-
ro mpotiecca Jyisi ObICTPONPOJUMEPUPYIOIINX TKAHEH, SPUTPOLIMTOB U TKaHE
C aKTMBHO MPOTEKAILIMMI BOCCTAHOBUTEJbHBIMU PEAKIIUSIMU;

e STarfbl CUHTE3a MIFOKO3bI (IJIFOKOHEOoreHe3a) U3 JakTaTa, aMUHOKMCIIOT U TJIu-
LiepoJa, peryJsiiio 3TOro Mpoliecca, IPUUMHBI U MOCJIEACTBUS JTAKTOAIMA03a;

e CBf3b MEPEKIIOUYEHUS CUHTE3a IJIIOKO3bl Ha €€ pacraj ¢ PUTMOM IMUTAHUS
U (pU3NYECKOI Harpy3KOM opraHu3Ma.

3HaHUS O CTPYKTYpe M CBOMCTBAxX YIJeBOAOB HEOOXOAMMBI [IJisi IOHUMAHUS UX
¢yHKIIMKM B opraHu3Me 4desioBeka. [Ipexae Bcero yriieBoabl SIBISIIOTCSI OCHOBHBIMU
rocraBiKamMu sHeprun. Ha mx momo mpuxonutcs 6osee 50% OT CyTOYHOTO KOJIH-
yecTBa HEOOXOOMMBIX OPraHM3MY YesloBeKa KaJopuii. YIJIeBOAbI COCTABISIOT MOUYTH
75% Macchl CYTOYHOIO IUIIEBOrO paliMoHa. B IpoMexyTKax MeXy €10l B KauecTBe
JIETKOMOOMJIM3YeMOTO pe3epBa OpTaHW3M MCIOb3YeT TJIMKOTeH. B Bume rimkoreHa
KJIeTKM 3amnacatoT okosio 500 r 3Toro mosucaxapuia, YTo COOTBETCTBYET MPUMEPHO
2000 kka.
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CiieryeT OTMETUTD M CTPYKTYPHYIO POJIb YIJIEBOIOB. B Buie rMMKO3aMUHIJIMKAHOB
YIJIEBO/IbI BXOAST B COCTAB MEXKIJIETOUYHOTO MaTprkca. bosbitioe uucio 6eskoB (dep-
MEHTBI, OeJIKMU-TpaHCIIOPTEePbl, OEIKU-PEUENTOPbl, TOPMOHBI, UMMYHOIJIOOYJIUHBI
U T.J1.) SIBJISIFOTCS TJIMKOIMPOTEMHAMMU. YTIJIEBOIbI MCIIOJB3YIOTCS IS CUHTE3a HYKJIe U -
HOBBIX KUCJIOT U BXOISIT B COCTaB KO(epMeHTOB. [JIIOKYPOHUABI YUACTBYIOT B MPO-
1ieccax J1eTOKCUKaIUM SHAOTeHHBIX SII0B M KCEHOOMOTUKOB. TakuM 00pa3oM, Kpome
OCHOBHOM 3HEPreTU4YecKoil (pyHKIUM («KJIETOYHbIE APOBa») YIJIEBOIbI y4aCTBYIOT
BO MHOTHUX MeTabOJMUECKUX MPolIeccax.

8.1. OcHoBHble yrnesoabl nuwun. CrpoeHne, nepeBapviBaHne

M cTOYHNKOM YITIEBOIOB [UIST OpraHM3Ma 4eJIOBEKa SIBJISTIOTCS YIJIEBOALI TTHILH,
OCHOBHBIM 13 KOTOPHBIX SIBJIsIETCA KpaxMmai. Kpome Toro, B IIHIIE COmepKaTCS TIIIOKO-
3a, caxapo3a, JIAKTO3a U IPYTUe yIJIeBOIbI, HO B MEHbILIEM KOJIMUYECTBE.

MoHocaxapugbl nuwu (puc. 8.1A)

Imoko3a — 510 anbaorekcosa. OHa MOXET CYIIECTBOBATh B IMHEMHON U IIUKIIU-
yeckoit ¢popmax. Lukandeckas (popMa IJIIOKO3bI, IPEANOYTUTEIbHAS B TEPMOIMHA-
MMYECKOM OTHOILIEHUHU, 00yCaBIMBaeT XMMUUYECKHME CBOMCTBA ItoKo3bl. Hanbosee
BaXXHBIMU CTEPOM30MEpPaMU 3TOr0 MOHOcaxapuaa sieisiercst D- u L-roko3a.

®pykTo3a — KeTorekcosa (KeTorpyrma HaXoAuTCsl Y BTOPOTO YIJIEPOAHOIO aTo-
Ma). @pyKTO3a, TaK Xe KakK U INI0K03a, CYIIeCTBYeT B LIUKJINYECcKOi hopMme, 0b6pasyst
0.~ U f-aHOMEDHI.

Avncaxapupgbl nuwm (puc. 8.1b)

Caxapo3a — aucaxapuj, COCTOSIIUA U3 o- D-rioko3sl u B-D-(pykTossl, co-
€AUHEHHBbIX o,B-1,2-rIMKOo3uAHON cBs3blo. Caxapo3a — pacTBOPUMBII Aucaxa-
pua, IpUBJeKaOIIUI yeJloBeKa CBOUM ClIaaKUM BKycoM. MCTOUHMKOM caxapo3bl
cllyXaT pacTeHMsI, 0COOEHHO TaKue, KaK caxapHasl CBeKJja, caxapHbIii TPOCTHUK.
IMTocnenHee 0OBICHSET BOZHUKHOBEHUE TPMBUAJIBLHOTO Ha3BaHUSI CaxXxapo3bl —
TPOCTHUKOBBIN UJIN CBEKJIOBUYHBIN caxap, IIMPOKO UCIOIb3yeMbIii JTI0JbMHU B ITH-
IIEBOM pallOHE.

JIakT03a — MOJIOUHBII caxap, SIBJISIETCS BaXKHEHUIIIMM ArUcaxapuaoM MOJIOKa MJie-
KOMUTAIOINX. B KOpoBbeM MOJIOKE COAEPKUTCS 10 5% JIaKTO3bI, B JKEHCKOM MOJIO-
ke — 10 8%. B makrose anomepnass OH-rpymnma repBoro yriepoaHoro aroMa ocrar-
Ka D-ranakTossl cBsI3aHa 3-TJMKO3UIHOM CBSI3bIO C YUETBEPTHIM YIJIEPOIHBIM aTOMOM
D-rmoko3sl (B-1,4-cBs3b).

Maubro3a noctynaer ¢ NpoayKTaMH, COAEpXKallMMM YaCTUYHO TMAPOIM30BaH-
HbII KpaxmaJi, HalipuMep CoJIof, MMBO. Maibro3a Takke oOpasyeTcsl Ipy paclierie-
HUU KpaxmaJa B KUIIeYHUKe. MajbTo3a COCTOUT M3 IBYX OCTaTKOB D-III0K03bI, CO-
eAWHEHHBIX o~ 1,4-TTUKO3UIHOM CBSI3bIO.
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M3oManbTo3a — MIPOMEXYTOYHBIN TTPOAYKT, 00pa3yIoUIUiics TPy paclieTuieHun
Kpaxmaja B KuireyHuKe. COCTOUT U3 IBYX OCTaTKOB D-TIII0KO3bI, HO COSTMHEHBI 3TH
MOHOCAXapuIbl o.- 1,6-TITMKO3UIHON CBSI3BIO.

Monucaxapuabl nuwm (puc. 8.1B)

Kpaxman sBisieTcs pe3epBHbBIM MMOJIMCAXapyuaOM PACTEHUN U COAEPKUTCS B HaM-
GoJibliieM KouuecTBe (10 45% OT CyXoro BelllecTBa) B 3epHaXx 3J1aKOB (ITILIEHULIA, KY-
Kypy3a, pycC U T.1.), a TakKKe JTYKOBHUIIAX, CTEOJISIX M KIIYOHSIX pacTeHui (B KapTodere
mpuMepHoO 65%). OH comepKUTCS B KJIETKaX PaCTeHUI B BUIE TPaHYJI, TPAKTUICCKU
HepacTBOpPUM B Bojzie. Kpaxman — 3T0 pa3BeTBJAEHHBIN MoJvMcaxapui, COCTOSIIIUNI 13
OCTaTKOB TJTIOKO3bI (TOMOTJIUKAH).

B MecTax BeTBJICHUST OCTATKM TJTIOKO3bI COSAMHEHBI 0.~ 1,6-ITMKO3UIHBIMU CBSI3SI-
mu. JIMHeliHbIe yyacTKu coaepxkaT npuMmepHo 20—25 ocTaTKoB r1oKo3bl. I1pu aToM
dopmupyeTcs npeBOBUIHAS CTPYKTYpa, B KOTOPOIl UMEETCs JTUIITb OIHA aHOMepHast
OH-rpynma. Kpaxman — 3TO BEICOKOMOJEKYJIIPHOE COSTMHEHNE ¢ MOJICKYIIPHOM
Maccoii nopsaka 103—108 1a.

IMenmwono3a (KjeTyaTka) — OCHOBHOM CTPYKTYPHBIH MoJjiMcaxapuj pacTeHUiA. DTO
caMoe pacrnpoCcTpaHEHHOE OpraHuyYeckoe coenruHeHue Ha 3emie. o uesunoa03bl
B KJIETOYHBIX CTEHKaX pacTeHuii coctapisaer 40—50%.

Ilemtono3a — AMHENHBIN TIOJKMCaXapyull TOMOIJIMKAH, ITOCTPOSHHbBI M3 OCTaT-
KOB TJTFOKO3BI, COSMTMHEHHBIX MEXIY c000i1 (3-1,4-TMMKO3UIHBIMU CBA3IMU. [lmiie-
BapuTe/bHASl CUCTEMA YE€JIOBeKa HEe MMeeT (PepPMEHTOB, TMIPOJIU3YIOLIUX [3-CBSI3U
B ToJiMcaxapuaax, Mo3TOMY LE/UTI0I03a SIBISIETCS HEUCIONb3yeMbIM YIJIEBOIOM, HO
9TOT MMUILEBOI KOMITOHEHT, KaK OyIeT OMKUCcaHo Aajiee, HEOOXOAUM IS HOPMaJbHOTO
MPOTEeKaHMSI TIpoliecca NepeBapuBaHus.

I'mkoren — moMcaxapu I JKUBOTHBIX 1 YesTloBeKa. Tak ke Kak KpaxMaJl B paCTeHM -
SIX, TMIMKOTeH B KJIETKAX XMBOTHBIX BBHITIOJHSIET Pe3ePBHYIO (DYHKIIMIO, XOTS B TTHIIIE
COAEPXKUTCS JUILb B HEOOBIINX KOJTUYECTBAX.

[TuKoreH npeacTanisieT coOOM CTPYKTYPHBIN aHAJIOT KpaxMmaja, HO UMeeT 00Jb-
IIYIO CTETNeHb BETBICHUS: MPUMEPHO Ha Kaxable 10 0CTaTKOB ITIOKO3bI TPUXOAUTCS
onHa o~ 1,6-TJIMKO3UIHAsI CBSI3b.

MepeBapuBaHue yrnesonos

B snutennanbHble KJIETKU KUIIEYHUKA CIIOCOOHBI BCACHIBATLCS TOJBKO MOHOCA-
xapuabl. [ToaToMy mpolecc nepeBapMBaHUS 3aKJro4aeTcsl B (hepMEHTAaTUBHOM TH-
JIpOJIA3e IIMKO3UIHBIX CBSI3EH B YIVIEBOAAX, UMEIOLIMX OJIUT0- VI IOJIMcaxapyuaHoe
CTpOCHMUE.

MepeBapnBaHue yrneBogoB B pOTOBOI NOAOCTU

B poToBoii ToJI0CTY TTHMIIA U3MEIbYaeTCsI [IPU IepekeBbIBAHUM, CMAYUBAsICh ITPU
aToM citoHoit. CintoHa Ha 99% cocTouT u3 BoAbl U 00bIvHO UMeeT pH 6,8. B cimio-
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Puc. 8.1. CTpoeHue yrneBogoB NuLun:

A — MoHocaxapuabl; b — gncaxapuabl; B — Kpaxman u riavkoreH (a — obLlias cxema; B pam-

Ke eANHCTBEHHaA B MOJIEKye Lierb, MMEIoLLas MMIOKO3HbI 0cTaToK (0603HaueH KpecTkom) co

CBOOOAHbIM MMKO3UAHBIM TMAPOKCUIIOM — pelyLmpyoLWmnin KoHel,; 6 — GparmMeHT MoJieKy bl,

BKJIIOYAIOLMIA TOUKY BETBJIEHUA; 8 — [NIMKO3UAHbIE CBA3M B MOJIEKyNie Kpaxmarsna U rmnKoreHa:
1,4 — B NNHEWHbIX yyacTKax, 1,6 — B MecTax pa3BeTB/IEHMS)
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HE TPUCYTCTBYET TUAPOJUTHYCCKUM (pepMeHT a-ammia3a (o-1,4-mimko3umasa),
KOTOpasi pacuieruisier B kpaxmalje a-1,4-rnmuko3uaHbie cBsi3u. [loaHoe paciuernie-
HHUE KpaxMalla B pOTOBOI MOJOCTU HEe MPOUCXOIUT, TaK KakK AeiicTBue depmeHTa
KpaTKoBpeMeHHO. KpoMe Toro, amuiasa CIIOHBI He paclieruisieT o-l,6-IauKo-
3UJHbIE CBSI3M, MOATOMY KpaxMaJl IMepeBapuBaeTcs JMIlb YaCTUYHO ¢ oOpa3oBa-
HUEM KPYIMHBIX (pparMeHTOB — JAEKCTPUHOB M HEOOJIBIIOTO KOJIMYECTBA MAJBTO-
3p1. CjielyeT OTMETUTh, UTO aMuia3a CAIOHbI He TUAPOJIU3YET IIMKO3UAHbBIE CBSI3U
B IMcaxapuiax.

HeiicTBrue amuaaspl CIIOHBI MPEKPAIIAETCS B KUCJIOW Cpele COMEPKUMOTo Ke-
nynka (pH 1,5-2,5). OgHako BHYTpHY MUILEBOr0 KOMKA aKTUBHOCTh aMIJIa3bl MOXKET
HEKOTOpOE BpeMsi COXpaHsThCs. KeqylmouHbIii COK HE COAEPXKUT (pepMEHTOB, pac-
LIETUISIONIMX YIJIEBOMABI. B Xeaymo4yHOM COAEpXKMMOM BO3MOXEH JIMIIb HE3HAYU-
TEJbHBIA KMCIOTHBIN THAPOJIN3 TIMKO3UIHBIX CBSI3EH.

HEPEBapVIBaHI/Ie yrnesofoB B KMlWleYyHnKe

IMocnenyrouiye 3Tanbl nepeBapyMBaHUsI HEPACILIECIUIEHHOTO WM YaCTUYHO pac-
LIETUICHHOIO Kpaxmaja, a TakXKe IPYTrMX YIJIEBOLOB NMUILUA MPOUCXONAT B TOHKOM
KUIIIEUHMKE B pa3HbIX €ro OTAeaaX oA AeCTBUEM THUAPOJIUTUIECKUX (PEPMEHTOB —
IIMKO3U/1a3.

B nBeHamuatumiepctHo# kuike pH cpenbl XKeJlyqouHOro COIep:KMMOTO HEUTpa-
JIM3YETCsI, TaK KaK CEKpeT IMOIKeTyI0uHO! Xene3nl mMmeeT pH 7,5—8,0 u comepkxut
ouxapooHatsel (HCO;™). C cexpeToM MOAXKENYIOYHOM XKee3bl B KULIEUYHUK TOCTY-
MaeT naHKpeaTuyeckas o-aMuiaasa. DTot (pepMeHT TUIpOJIN3YeT o~ | ,4-TIMKO3UIHbIE
CBSI3U B KpaxMaJie U IeKCTpUHaX.

IMpomykTamu IepeBapyMBaHMSI Kpaxmajga Ha 3TOM 3Talle SIBJISIETCS IUcaxapu
MaJbT03a, CoaepXKalllasl IBa OCTaTKa IVIIOKO3bI, CBSI3aHHBIE o-1,4-CcBs3bio. M3 Tex
OCTaTKOB TJIIOKO3bI, KOTOPbIE B MOJIEKYJIe KpaxMmaja HaXo[sTCsl B MecTax pa3BeTBJie-
HUSI M COENMHEHBI 0.~ 1,6-TITMKO3UIHON CBSI3bI0, 00pa3yeTcs Aucaxapui H30MaJbTo-
3a. Kpome Toro, odopasyercst HEKOTOpOe KOJUYECTBO OJHIOCAXAPUIOB, COAEPKAIIIX
3—8 0CcTaTKOB IJTI0KO3bI, CBA3aHHbBIX 0.-1,4- 1 o-1,6-CBA3SIMU.

oL-aMuJIa3a IMoKeJTyJOUHOM XKeJle3bl, TAK JKe KaK oL-aMrJjIa3a CJIIOHBI, IeMCTBYET Kak
3HIONMKO3MAa3a. [TaHKpeaTnuecKast o.-aMuiiaza He pacIieruisieT o- 1,6-TITMKO3UIHbIe
CBSI3U B Kpaxmasie. DTOT (epMEHT Takxke He IMApOoau3yeT [3-1,4-mTUKO3UIHbIE CBSI-
31, KOTOPBIMU COEIVMHEHBI OCTAaTKU TIIOKO3bl B MOJIEKYJIe 1e/T0103bl. Llemmono3a,
TakKUM 00pa3oM, MPOXOAUT Yepe3 KMUIIEUHUK HeM3MeHeHHOoM. TeM He MeHee He-
rnepeBapeHHasl 1eJITI0J103a BBIMOJHSIET BaXKHYIO (DYHKIMIO 0alacCTHOIO BElECTBa,
MpuaaBas MUIIE JOMOIHUTEIbHBIN 00beM U TTOJ0XUTEIHHO BIMSS Ha TIpolLiece Tepe-
BapuBaHUs. KpoMe TOro, B TOJICTOM KUILIEUHUKE LIEJIII0I03a MOXET MOIBEPTaThCs
JIEMCTBUIO OaKTepUaIbHBIX (PEPMEHTOB 1 YACTUYHO PACILICIUISITHCS ¢ 0Opa3oBaHUEM
CIUpTOB, opranndeckux Kuciaot u CO,. ITpoayKTel 6aKkTepraabHOTO pacLeTUIEHUS
LIEJIJTIOJIO3BI BAXKHBI KAK CTUMYJISITOPBI IIEPUCTATBTUKI KUIITEYHUKA.
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HanpHeliliee TiepeBapMBaHME MAaJIbTO3bl, W30MAJBTO3bI, Caxapo3bl, JIAKTO3bI
1 OJIMTOCaXapuaI0B MPOUCXOIUT MO TeUCTBUEM CITeTUDUIeCKNX (hepMEHTOB B TOH-
KOM KHUIIIeUHUKEe. AKTUBHOCTD CIielM(pUUeCcCKUX OJIMTO- U Jucaxapuiuas B MPOCBETE
KuIlleuHrMKa Hu3Kast. Ho (hepMeHThI aKTUBHO J€CTBYIOT Ha MOBEPXHOCTU SMUTEIU -
aJTbHBIX KJIETOK KMIIIEYHUKA, 00pa3ys (hepMeHTATHBHbIE KOMILJIEKCHI.

Caxapa30-H30MAaJbTa3HbIii KOMILIEKC TMIPOJIU3YET caxapo3dy M M30MAaIbTO3Y, pac-
wersst o-1,2- u o-1,6-mmko3uaHble cBs3u. K ToMy e 3TOT KOMILIEKC MMEET MaJlbTa3-
HYIO U MaJITOTPUA3HYIO0 aKTUBHOCTb, TMAPOSIN3YS Oi- |,4-TJIMKO3UIHbIE CBSI3U B MAJIBTO3€
1 MaJIsTOTpuo3e (Tpucaxapull, odpasyroluiicss u3 Kpaxmana). Ha gomo caxapazo-uso-
MaJTbTa3HOTO KoMruiekca mpuxomutcest 80% oT Beeit MalbTa3HOM aKTMBHOCTY KUIIIEUHMKA.

B Toleii kuilike conepxaHue caxapa3o-u30oMalibTa3HOro (hepMEHTATUBHOTO KOM-
TJIeKca JOCTaTOYHO BBICOKOE, HO OHO CHUXKAETCS B MPOKCUMAIbHON U AUCTAIBHOMN
YacTAX KUIIEUHUKA.

INukoaMuIa3Hblii KOMIUIEKC KaTaau3upyeT TMAPOSu3 a-1,4-CBSI3U MeXIy TJIo-
KO3HBIMM OCTaTKaMW B OJiMrocaxapuiaax, 1eMCcTBYsI ¢ BOCCTAHABJIMBAIOIIETO KOHIIA.
[To MmexaHM3My 1eCTBUSI ATOT (PEPMEHT OTHOCUTCS K 3K30TIMKo3uaazamM. Komrieke
paclIernisieT TakKe CBS3M B MajibTO3€e, JeHCTBYs Kak MasibTasa. [JinKoaMuiasHas ak-
TUBHOCTb KOMILJIEKCa HAaMOOJIbIIIasl B HUXKHUX OTAETaX TOHKOTO KUIIIEYHUKA.

B-mMKO3uAA3HbIA KOMILIEKC (JIaKTa3a) paculerser f-1,4-rInMKo3uHble CBI3U
MEKITy TaJJaKTO301 U TJIIOKO301 B JIAKTO3€.

JlakTasa, KaK v Ipyrve riuMKo3uaa3Hble KOMILJIEKCHI, CBsI3aHa C IIETOYHON KaeM-
KOl M pacrpejeieHa HEpaBHOMEPHO 10 BCEMY TOHKOMY KHUILIEUHUKY. AKTUBHOCTb
JIJaKTa3bl KOJIeOIeTCs B 3aBUCUMOCTH OT Bo3pacTa. Tak, y rjioaa oHa 0COOEHHO aKTUB-
Ha B MO3IHKE CPOKU 0€pEeMEHHOCTHU 1 COXPaHSIETCSI Ha BLICOKOM YPOBHE 10 S—7-J1eT-
HEro Bo3pacTa. 3aTeM aKTMBHOCTb (pepMEHTA CHUXKAETCS, COCTaBJIsAs Y B3pocbix 10%
OT YPOBHSI, XapaKTEePHOTO TS IeTe.

CoBMecTHOe JIeficTBUE BCeX MepeuyucaeHHbIX (DepMEeHTOB 3aBeplaeT nepeBapu-
BaHME IMUILEBBIX OJUTO- M MOJMCaxapuaoB ¢ 0O0pa3oBaHUEM MOHOCAXapua0B, OC-
HOBHBIM M3 KOTOPBIX SIBJIsIETCS TI0K03a. Kpome IioKo3bl U3 YIIeBOAOB MUILU 00-
pasyloTcs Takke (pyKTo3a M rajlakTo3a, B MEHbILIEM KOJMUeCTBe MaHHO3a, KCUJI03a,
apabuHo3a (puc. 8.2).

8.2. TpaHcmeMmOpaHHbI NepeHOoC MIKOo3bl
N Apyrnx MOHoCcaxapvufoB B KNeTKu

BcacbiBaHMe MOHOCaxapuAoB B KneyHuKe (puc. 8.26)

TpaHcmopT MOHOCAaXapuaOB B KJIETKM CAM3UCTON KUIIEYHWKA MOXKET OCYIIIeCT-
BJISITbCS Pa3HBIMM CITOCOOAMU: TTyTeM o0jerdenHoil mudqy3nm 1 aKTHBHOTO TPaHC-
moprta. B ciydae akTMBHOTO TpaHCIIOPTa TIIOKo3a M Na* mpoxomar dyepe3 MeMOpaHbI
C JJIOMUHAJIbHOW CTOPOHBI, CBSI3bIBASICh C Pa3HBIMU yYacTKaMM OeJiKka-TiepeHOCUMKa.
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B {l — Na*-3aB1cUMbIN 6ENOK-NEPEHOCYUMIK.

Puc. 8.2. lNepeBapuBaHue (A) n BcacbiBaHue (b) yrneBopos:
A — nepeBapu1BaHue yrneBofoB B POTOBOW NOMOCTY U KMLLIEYHVKe; b — BcacbiBaHMe MOHOCaxa-

PnOoB B KNLWLEeYHUKE.

BcacbiBaHMe MOHOCaxapuAoB 13 KULEYHMKa MPOUCXOANT nyTem obneryeHHon anddysmm c no-
MOLLbIO CrielmasbHbIX 6eIKOB-NepPeHOCUNKOB (TpaHcnopTepoB). Kpome Toro, rKo3a v ranak-
TO3a NEePEHOCATCA B SHTEPOLMT MyTemM BTOPUYHO-aKTUBHOIO TPAHCMOPTa, 3aB1UCMMOrO OT rpaju-
€HTa KOHLIeHTpaLuy NOHOB HaTpuA. Na-3aBrcuMble TpaHCMoOPTEPbl 06ecneymBaloT BCacbiBaHme
TJIIOKO3bl 13 NPOCBETa KULIEYHMKA B SHTEPOLIMT MPOTUB rPaAneHTa KOHLeHTPaLn. DHEPruio, He-
ob6xonvmyto AnA 3Toro TpaHcnopTa, obecneurBatoT Nat,K*-ATda3a, KoTopas paboTaeT Kak Hacoc,
oTkaumBas u3 knetky Na* B o6meH Ha K'. B oTiinume oT roko3bl GpyKTo3a TpaHCMoPTMpYyeTCs
B ltobble KneTky nyTem obnieryeHHon anddysmn
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IMpu 3TomM Na™ nmocTynaer B KJIETKY 10 I'PaAMEHTY KOHIIEHTPAILIMU, U OJHOBPEMEH-
HO TJIIOKO3a TPAHCIIOPTUPYETCSI TIPOTUB T'pagrieHTa KOHIECHTpaluKu (BTOPUYHO-aK-
TUBHBIIA TpaHCIIOPT, cM. paszein 4). CliemoBareIbHO, YeM Ooublie rpagreHT Nat, Tem
GoJIblIE TTOCTYIIEHKE TIIOKO3bI B 3HTepouMThl. Ecii KoHuenTpausa Na® Bo BHe-
KJIETOYHOM XMIKOCTU YMEHBILIAETCSI, TPAHCIIOPT IJIIOKO3bI CHMXKaeTcs. [pagueHT
koHueHTpauuu Na* cozmaercs padoroit Nat, K*-ATPasbl (cM. pasnein 5). BropuaHo-
AKTUBHBIM TPAHCIIOPT XapaKTEePeH TAaK3Ke JJIsI TaJIAKTO3bI.

Brarogapst akTUBHOMY TpaHCIIOPTY SIUTEIHANbHBIE KJIETKA KUIIEYHUKA MOTYT
TIOTJIOIIATh TJIFOKO3Y TIPU e¢ OUYeHb HU3KOM KOHIIEHTPAIIUH B TIPOCBETEe KUIIIEUHIKA.
Ecnu ke KOHIIEHTpalLMs TIIOKO3Bl B IMPOCBETe KUIIEYHNKA BeJIMKa, TO OHA MOXET
TPaAHCIIOPTUPOBATHCS B KJIETKY ITyTeM obsierdeHHOM auddy3un. TakuM ke criocooom
MOKET BCAChIBaThCS U (PPYKTO3A.

ITocne BcackiBaHMSI MOHOcaxapuabl (IJIaBHBIM 00Opa3oM IJII0KO3a) MOKUIAI0T
KJIETKM CIIM3KUCTOM KUIIEUHUKA Yepe3 MeMOpaHy, 00palleHHYI0 K KPOBEHOCHOMY
KaIuJujIsipy, ¢ IOMOIIbIO o0JierdueHHOM Auddy3um. YacTh rimoKo3sl (0ojee moao-
BUHBI) TTOMAJaeT B KPOBEHOCHYIO CUCTEMY M Yepe3 BOPOTHYIO BEHY M TOCTaBIISICTCSI
B MIeYeHb, a OCTAJIbHOE KOJMYECTBO IJIFOKO3bI ITOCTYMNAET B KJIETKU APYTUX TKAHEH.

TpaHCNoPpT rNoKo3bl N3 KPOBU B KNETKW

[MoTpebdneHne TIOKO3bI KIIETKAaMHU M3 KPOBOTOKA ITPOMCXOANT TaKKe ITyTeM 00-
neryenHoii muddysuu. CrenoBaTebHO, CKOPOCTh TPAHCMEMOPAHHOTO MOTOKA TJTI0-
KO3bl 3aBUCUT TOJBKO OT IrpaJMeHTa e¢ KOHLEHTpaluu. McKiltoueHueM SIBJISIIOTCS
KJIETKW MBILIILL U XXKMPOBOM TKaHU, rae objaerdyeHHas Auddy3us peryaupyeTcs HHCY-
JIMHOM (TOPMOH TO/IKETyTOYHOM XKeJie3bl). B OTCyTCTBUE MHCYIMHA TJIa3MaTUiecKast
MeMOpaHa 3THX KJIETOK HEeIIPOHMIIaeMa JUTS TJIIOKO3bI, TaK KaK OHA HE COIEePKUT OeI-
KU-TIEPeHOCYMKHU (TpaHCcropTepbl) Toko3bl. [oko3nbie Tpancnoptepbl (IJIIOT)
Ha3bIBAIOT TAKXKE pelieNTOpaMU IIIOKO3bl. TpaHCIOpTep UMEET yUacTOK CBSI3bIBAHUSI
[JIIOKO3bI Ha BHEIIIHEN cTopoHe MeMOpaHbl. [locie nmpucoenMHeHUs TII0KO3bl KOH-
(opmaiius 6eka u3MeHsIeTCs, B pe3y/ibraTe Yero III0K03a OKa3bIBAeTCsl CBSI3aHHOM
¢ OeJIKOM B yyacTKe, 00pallleHHOM BHYTPb KJIETKM. 3aTeM IJII0KO3a OTIEJISIETCSl OT
TpaHCIIOpTepa, Tepexois BHYTPh KIETKU.

Omnwucanbl 1math TUNOB [JIFOT. OHM MMEIOT CXOOHYIO MEPBUYHYIO CTPYKTYPY
1 IOMEHHYIO OpraHu3alvio, HO OTJUYAIOTCS JIOKAIU3alueld U CTeNeHbo CPOJCTBA
K TJIIOKO3€.

Bce tunel I'JTKOT mMoryt HaxomuThes KaK B IUIa3MaTU4YeCKOi MeMOpaHe, TaK U B
11MTO30JbHbIX Be3ukyaax. [JIFOT-4 (u B menbiueid mepe I'JIFOT-1) moutu mosHo-
CTBIO HAXOMATCS B IMTOIIa3Me KJIETOK. BiustHre nHCy IMHA Ha KJIIETKU, COIEPXKaIIe
I'TIOT-4, mpuBoauT K repeMeleHuIo Be3ukyd, cogepxamux [JIHOT, k rmazmatuye-
CcKoii MeMOpaHe, CJIMSIHUIO C Hel M BCTpauBaHUIO TpaHCHOpTepoB B MeMOpaHny. [Tocie
Yero BO3MOXXEH 00JIerYeHHbBIN TPaHCIOPT TJII0OKO3bl B 3TH KiaeTKU. [Tociie cHuKeHust
KOHIIEHTpAlMX MHCYJIMHA B KPOBU TPAHCIIOPTEPHI IJIIOKO3bl CHOBA TIEPeMEIIAlOTCs
B LIMTOILJIa3MYy U IOCTYIUIEHUE IIIOKO3bI B KJIETKY IpeKkpaiaercs (puc. 8.3).
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MHCyRnH
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1
Peuenmop”

@ Fmgroaa TPRAHCMDPTEDL T3
(THAHST-4)

Puc. 8.3. BnvAHne NHCYNMHA Ha NepemeLleHne TPaHCNopTepoB
M0KO3bl U3 LITOM/1a3Mbl B M1a3MaTUUECKY0 MEMOPaHY:

1 — cBA3bIBaHUE UHCYJIVIHA C PeLLeNTOPOM; 2 — YUYaCTOK MHCYTMHOBOTO

peLenTopa, 06paLLeHHbIVi BHYTPb KNETKU, CTUMYSIMPYET NePeEMELLEeHEe

TPaHCMOPTEPOB FtOKO3bl; 3 — TpaHcrnopTeps! (MT1H0T-4) B cocTaBe Be-

3VIKyN MepeMeLLaloTCA K Mna3mMaTmyeckon MembpaHe, BKII0YaloTCA B ee
COCTaB 1 NEePEHOCAT INIOKO3Y B KNETKY

xapHoro aua6eta (cM. pazaen 11).

HapyweHus nepeBapuBaHusA U BcacbiBaHUA YreBOA0B

203

M3BecTHBI pa3IUuHbIe HapylIeHUsl B paboTe TpaHCIOpTepoB IoKo3bl. Hacnen-
CTBEHHBII 1e(EKT ITUX OETKOB MOXKET JIeXKaTh B OCHOBE MHCYJIMHHE3aBUCHMOTO ca-

B ocHoBe nmaroyiorun Iepe€BapruBaHnA N BCACbIBAHUA YIJTICBOAOB MOI'YT OBIThH npu-

YUHBI IBYX TUIIOB:

1) nedexTbl (hepMEHTOB, YUACTBYIOIIMX B TUAPOJIU3E YIICBOAOB B KUIIICUHUKE;
2) HapylleHUe BcachlBaHMs MPOAYKTOB MepeBapUBaHUS YIIEBOJOB B KIETKHU CJIM-

3UCTOI KUIIIEYHMKA.
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B ToM u gpyrom ciaydae BO3HUKAeT OCMOTHYECKasl AUapesi, KOTOPYIO BBI3bI-
BaIOT HepacllenJIeHHbIe AUCaXapUabl MU HEBCOCABIIMECS MOHOCAXapUAbl. DTHU
HEBOCTpeOOBAaHHBIC YIJIEBOABI MOCTYMAIOT B AUCTATbHBIC OTAE]bl KUIICUHMKA,
M3MEHSISI OCMOTHYECKOE [aBjeHHue coiepXMMoro kuinedyHuka. OcraBuimecs
B MPOCBETE KMIIEUHUKA YTJAeBOJAbl YaCTUYHO MOABEpramTcsl (epMeHTaTUBHO-
MY pacllellJIeHUI0 MUKPOOPTaHU3MaMU ¢ 00pa3oBaHMEM OPraHUYECKUX KUCIOT
U ra3oB. Bce 3To MPUBOAUT K TIPUTOKY BOABI B KMILIEYHUK, YBEJIUUYECHUIO 00beMa
KHUIIEUHOTO COAEePXKUMOr0, YCUJIEHUIO TTIePUCTAIBTUKH, cITa3MaM 1 OOJISIM, a TaK-
Ke METEOpU3MY.

3BecTHBI HACJIeACTBEHHbIE 1 MPUOOPeTeHHbIEe (POPMBI CHIDKEHHST aKTUBHOCTH
(epMeHTOB. CUMNOTOMBI BPOXKACHHBIX (POPM MPOSIBISIIOTCS 1OCTATOYHO paHO, Ha-
MIpUMeD T0CJIe TTePBbIX KOPMJICHUM IPYIHBIM MOJIOKOM (ITpU Oe(ULIUTE JIAKTA3bI),
MOCJIe TIepexoia Ha UCKYCCTBEHHOE BCKapMIJIMBaHUE WU TIpU 100aBJIEHUU B pally-
OH caxapa 1 Kpaxmasa (Impu JeUinTe o.-aMUIa3bl WM clieuUIeCKUX JUcaxapu-
nas). [Ipu oTCyTCTBUU CBOEBPEMEHHOTO JICUEHUST BPOXKIEHHBIC (POPMBI ATOJIOTUU
COMPOBOXKAAIOTCSI XPOHUUECKHUM TUCOAKTEPUO30M M HAPYLIEHUSIMU (PU3UIECKOTO
pa3BUTHUS peOEHKa.

ITpuobpereHHbIE (POPMBI TTATOJIOTMHM MOTYT HAOMIOIAThCS MPU KUIIEYHBIX 3a00-
JIEBaHMSIX, HATIpUMEP racTpuTax, Koiurax, sHTeputax. Cieayer 3aMeTUTh, YTO B 3TUX
CIIyJasix 0COOEHHO YacTO CHUXKAETCSI aKTUBHOCTh JIaKTa3hl. Kak y:ke ToBoOpMIIoch, ak-
TUBHOCTD JIaKTa3bl B KUILIEUHUKE HUXE, YeM JPYruX Aucaxapuaas, Mo3TOMY YMEHb-
[IEHVE €€ aKTUBHOCTU CTAHOBUTCSI 3aMETHBIM B MIEPBYIO OUEPE/Ib.

Jeduuut JakTassl Y B3pOCIbIX JIFOAEH MOXET ObITh Pe3yJbTaTOM CHUKEHUS IKC-
MPeCcCUU TeHa JJaKTa3bl BO3PACTHOTO XapaKTepa. Y OTICIbHBIX JIIOIEH 3TO MOXKET IMpO-
SIBJIIThCSI HETIEPEHOCUMOCTBIO MOJIOKA.

HapyiieHust BcacblBaHUSI MOTYT OBITh CIICACTBUEM Je(eKTa KaKOro-11ub0o KOMITO-
HeHTa (Oefka win (hepMeHTa), yJaCTBYIOLIETO B CUCTEME TpaHCIOPTa MOHOCAaXapu-
JIOB uepe3 MeMOpaHy. Tak, ormurcaHbl IMaTOJOTMH, CBI3aHHBIE C 1e(DEKTOM HAaTpUIi-3a-
BUCHMOTO MIEPEHOCUMKA [ITFOKO3HI.

JJ1sl IMATHOCTUKM Pa3]IMYHBIX HApyIIEHUI TepeBapuBaHUs UCIOJb3YIOT ITPO-
Obl C Harpy3koi ornpeaejeHHbIMU yrjeBogamMu. HenocTaTouHOCTb KMILIEUHbBIX
Jucaxapujias MOXHO JUAarHOCTUPOBATh C IIOMOIIbIO BBEIEHUS JUCaXapuaa v MMo-
CJIeIYIOIEro oTpeaeaeHUsI KOHLIEHTPAllMU IIIOKO3bI B KpOBH. [J1s1 60IbIIEl 4yB-
CTBUTEJBHOCTU 3TOT TECT IIPOBOAST, BBOAS cHavana agucaxapun (50 r), a 3aTtem
5KBUBAJICHTHOE KOJMUYECTBO COCTABJISIONIMX €r0o MOHOcaxapuIoB (mo 25 r Kax-
nporo). [Tociie Harpy3kM KOHILIEHTPALUS TJII0KO3bl B KPOBU YBEJIMYUBACTCS MPU-
MepHO Ha 50% orHOocuTenbHO HOPMBI. [Ipy marosornu mogbeM rIUKEMUYECKON
KPUBOI He3HAUYUTEJICH.

Ecnu Tect mipu Harpyske MOHOCAXapuaOM COIPOBOXKIAETCS afeKBATHBIM ITOBHI-
IIEHWEM ero KOHILIEHTpALMK B KPOBU, a HArpy3Ka JucaxapyuaoM He JaeT HOPMaabHOMI
peakiiuu, TO 3TO, CKOpee BCero, yKasblBaeT Ha Ne(eKT KMIISUHON Iucaxapuiaasbl,
a He CUCTeMbI TPAaHCIIOPTAa.
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O HemoCTaTOYHOCTH JIAKTa3bl MOXKHO CYINTD, OTIPEIEIISISI BOLOPO B BEIIBIXaeMOM
BO3ayxe (BOIOpPOAHLIN TecT). Bomopon oOpa3yeTcs B pe3yibraTe AeHCTBUS OaKTepr-
aJIbHBIX (PePMEHTOB Ha JIAKTO3Y.

8.3. MeTa6bonunsm rnioKo3bl B KNeTKax

ITocne BcachiBaHUS B KMILEYHUKE MOHOCAXapHIbl KPOBbIO BOPOTHOM BEHBI J0-
CTaBJISTIOTCS TIPEXIe BCEro B IeyeHb. [10CKOIBKY B COCTaBe OCHOBHBIX YIJIEBOIOB
MUIIM TIpeobiiafgaeT NIF0K03a, €€ MOXHO CUMTATh OCHOBHBIM ITPOIYKTOM ITepeBapy-
BaHUs YIJIeBOJOB. [pyrue MoHOcaxapu/bl, MOCTyNaloNIMe U3 KUIIIEYHUKA B MPOlLiec-
ce MeTaboIM3Ma, MOTYT IPEBPAIaThCsl B MNIIOKO3Y WM MPOAYKThl €€ MeTab0IM3Ma.
YacTp I[JII0KO3bl B IIEYEHU IEIIOHUPYETCSI B BUIC IVIMKOIEHA, a Apyras 4acTh yepes
00LIMIT KPOBOTOK IOCTABJSIETCSI M MCIIONB3YETCSI PA3HBIMU TKAHSIMU M OpPTraHAMMU.
B nmpoMexxyTKe MexXIy ImprueMaMy MUY KOHIIEHTPAIUS TITI0KO3bI B KPOBU TOIIEP-
XUBaeTcs Ha ypoBHe 3,3—5,5 mmonb/a (60—100 Mr/mr). A B iepro MUIeBapeHUs
MOXKET TOBBIIIAThCS TpUMEPHO 10 150 Mr/mi (8 MMoJb/T).

®ochopunupoBaHme rnOKo3bl

B xieTkax ri1oko3a u Apyrue MOHOCaxXapuIbl y4acTBYIOT TOJIBKO B Buae (ochop-
HBIX 3¢hupoB. PochopuanpoBaHre CBOOOTHBIX MOHOCAXapHIOB — 00sg3aTelbHast
peakiiysi Ha MyTHM MX MCMOJIb30BaHUSI, OHA MPUBOIUT K 0Opa3oBaHUIO Oojiee peak-
LIMOHHOCITOCOOHBIX COEAMHEHUI 1 TTIO3TOMY MOXKET paccMaTpUBAaThCsl KakK peakilvst
aKTUBAIIUU.

Imoko3a, moctynatoliiiast B KJIETKM OPraHOB M TKaHEM, cpa3y e IMoJBepraeTcs
dochopunrpoBanuio ¢ ucrojb3oBaHueM AT® (puc. 8.4). DTy peakno BO MHOTHX
TKaHSX KaTaau3upyeT (pepMeHT FeKCOKMHA3a, a B TeUeHU U TMOJKEeJyIOUYHON Xe-
Je3e — IIIOKOKuHA3a. PochopuiinpoBaHe TIIOKO3bI ITPAKTUIESCKA HeoOpaTuMas
peakums, Tak Kak MpoTeKaeT C UCMOJIb30BaHUEM 3HAUUTEIbHOI'O KOJIUYECTBA SHEP-
run. O6pa3oBaHue TII0K030-6-dhocdara B KJIeTKEe — 3TO CBOeOOpa3Hasl «JIOBYIIKA»
JUISL TJIIOKO3bI, TaK KaK MeMOpaHa KJIeTKU HelpoHuiaeMa ajis pochopuarupoBaH-
HOM TJII0KO3bI (HET COOTBETCTBYIOIINX TPAHCIIOPTHBIX 0enKoB). Kpome Toro, doc-
¢dopumpoBaHue yMEHbIIIAET KOHIEHTPAIMI0 CBOOOIHON TII0KO3bl B LIMTOTILIa3ME.
B pesynbraTe co3maiorcst 61aronpusiTHbIE YCIOBUS IS 00JerdeHHOW auddys3nmn
IVIIOKO3bI B KJIETKU U3 KPOBM.

I'mokokuHa3a nMeeT Bbicokoe 3HaueHue K = 10 MMosb/i1 1 Katanusupyert doc-
dopunupoBaHue TJIIOKO3bI B TeNaTOIMTaX B IEPUOM MUILeBapeHUs. B aTOT nepuon
KOHIIEHTPAIIMS TJIOKO3bI B BOPOTHOM BEeHE OOJIbIIIe, YeM B IPYTUX OTAENIaX KPOBSI-
HOTO pycJja, U MOXeT npeBbIaTh 10 MMoJIb/J1, a ciienoBaTeIbHO, aKTUBHOCTD IJTIO-
KOKMHa3bl B reraTtolMTax MnoBbiliaeTcs. B oTanuue oT reKkCoKMHa3bl aKTUBHOCTD
[JTIOKOKWHA3bl He WHTUOUpYeTCs] MPOAYKTOM peakKIMM — TITI0K030-6-(ocdaToMm.
[ToaTOMy mpu MOBBILIEHUN €€ YPOBHSI B KPOBU KOHIIEHTPAIIMSI IJIIOKO3bI B KJIETKE
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Puc. 8.4. MeTabonu3m rioKO3bl B KNeTKax

B (pochoprnrpoBaHHOI (popMe TOXKe MOBBIIIAETCS. B remaTomuThl rIoKo3a Mmpo-
HUKaeT myTeM obJyieryeHHOU nuddy3uu rpu yuyactuu tpancnoprepa [JIKOT-2 (He-
3aBucuMoro oT uHcynauHa). IJTFOT-2, tak ke Kak INIIOKOKHMHAa3a, UMEET BhICOKYIO
K,,, 4TO cocoOCcTBYeT MOBBILIEHUIO CKOPOCTH MOCTYIIEHHUS [JIIOKO3bl B FeNaToLM -
THI B TIEPUOJ MUTIIEBapECHUS.

[TpeumyniecTBeHHOe MOTpeOJeHUE TIFOKO3bl TeraToluTaMUu TpeaoTBpallaeT
Ype3MepHOe MOBBIIIEHNE ee KOHIIEHTPAIMK B KPOBU B a0COPOTUBHOM TTeproe. DTo,
B CBOIO OUepelb, CHUXKAET BEPOSITHOCTD MPOTEKAHUsI HeXKeJIaTeIbHbIX PeaKkiIuii ¢ yua-
CTHEM TJIIOKO3bI, HAIIpUMepP TITMKO3UIMPOBAHMS OEJIKOB.

I'ekcoknHAa3a OTIMYAETCS OT TIIOKOKMHA3bl BHICOKMM CPOICTBOM K TJIIOKO3€
1 HU3KuM 3HadeHneM K < 0,1 mMons/a. CiregoBatenbHO, 3TOT (PEPMEHT B OTIIN-
Y1e OT TTIOKOKWHA3BI aKTUBEH MPU HU3KOM KOHIIEHTPAIIUH TITIOKO3bI B KDOBH, YTO
XapaKTePHO ISl TOCTabCOPOTUBHOIO COCTOSIHUSL. B 3TOT mepuoa rekcokrHo3a obe-
CIeYyrBaeT NMOTpedJeHUe TI0KO3bl MO3TOM, IPUTPOLIUTAMU U IPYTUMU TKaHSIMU.

DedochopunupoBaHume rnokoso-6-pocdara

IMpeBpalieHue noKo30-6-ocdata B TIIOKO3Y BO3MOXHO B IMEUYEHU, I1OY-
Kax M KJIeTKax aMuTeNusl KUllleuHrMKa. B KjleTkax aTuX opraHoB umeeTcsi (hepMeHT
I110K030-6-(docdarasa, katanusupyolias oTierieHue ochaTHoi TPyIbl THAPO-
JINTUYECKUM ITyTeM:

Imoxko30-6-docdar + H,0 — Inokosa + H;PO,.
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CpobopHasl [IoKo3a crnocodHa nud@yHaIMpoBaTh U3 3TUX OPraHOB B KPOBb.
B npyrux opranax m TKaHSIX HET TJIIOK030-6-hocdaTassl, 1 gedocdopurpoBaHme
TIIIOK030-6-(hocdaTa HeBo3MOXHO. [IprMepoM Mogo6HOTO HE0OPaTUMOTO TTIPOHUK-
HOBEHUSI TJTIOKO3bI B KJIETKY SIBJISIIOTCST MBIIIIIBI, TIE TIII0K030-6-hocdaT MOXeT 1c-
MOJIb30BaThCS TOJIBKO B META00JIM3ME ITOM KIETKU.

MeTtabonunsm rnwKo3o-6-¢pocdara

I1oK030-6-ocdar MOXKET UCITOJIB30BATHCS B KJIIETKE B PA3JIMYHBIX ITpeBpalie-
HUSX, OCHOBHBIMH M3 KOTOPBIX SIBJITIOTCS: CHHTE3 TJIMKOTeHa, KaTaboam3M ¢ obpa-
3oBaHneM CO, n H,O nnn akraTta, cMHTE3 eHTO3. Pacnan rtoKo3bl 10 KOHEYHBIX
MPOJYKTOB CIYXKUT UCTOUHUKOM SHEPruu Ajist opraHusma. Bmecre ¢ TeM rnpomexy-
TOYHBIC TTPOAYKTHI MeTab0JIM3Ma TIIF0K030-6-ocdaTa MOTYT UCITOIB30BATHCS IS
CUHTEe3a aMUHOKHUCJIOT, HYKJIEOTUIOB, IIMIEPOJIa U XKUPHBIX KUCIOT (CM. puc. 8.4).

8.4. MeTabonunsm rnmKkoreHa

MHorue TKaHU CUHTE3UPYIOT B KAYECTBE Pe3epBHON (DOPMBI ITIOKO3bI INIMKOTEH
(puc. 8.5). CuHTe3 1 pacmaj IJIMKOreHa 00ecIreuyrBaloT MOCTOSIHCTBO KOHILIEHTPALIMKU
[JIIOKO3BI B KPOBU U CO3IAIOT ETTO TS €€ UCTIOIH30BAaHUS TKAHSIMU 110 Mepe HE00X0-
IUMOCTH. MoseKyJa TIMKOTeHa MaJlopacTBOPMMA M, CIeIOBaTeIbHO, He BIUICT Ha
OCMOTUYECKOE JIaBJIeHUE B KJIETKE. DTO OOCTOSITEILCTBO OOBSICHSIET, TOUEeMY B KJIET-
Ke IeTIOHUPYETCs IIMKOIeH, a He CBOOOIHAsI ITI0KO03a.

[uKoreH xpaHUTCS B LIMTO30J1e KIETKU B hopMe rpaHy auamerpom 10—40 HM.
C rpaHyiamMu cBsI3aHbI 1 HEKOTOPBIe (DePMEHTHI, YIACTBYIOIINE B META0OIM3ME T -
KOreHa, 4yTo o0JjieryaeT ux B3auMOIeHCcTBUE ¢ cyOcTpaTamMu. Pa3BeTBlIeHHASI CTPYK-
Typa TJIMKOTeHa 00eCIIeYnBaeT MOSIBJICHNE OOJIBIIIOTO KOJIMYEeCTBA KOHIIEBBIX YIaCT-
KOB. DTO CIIOCOOCTBYET paboTe (DEPMEHTOB, OTILEIUISIOIINX MJIN TTPUCOSINHSIOLINX
MOHOMEpbI MpPU pacrnaae Wad CUHTEe3e TJIMKOreHa, Tak KaK MOJIEKYJIbl (DepMEHTOB
MOTYT OTHOBPEMEHHO paboTaTh Ha HECKOJbKMX BETBSIX MOJMcCaxapuia.

[ukoreH nenmoHUpyeTCsl TJaBHBIM OOpa3oM B TMEYEHM M CKEJETHBIX MBIIIIaX.
ITocne npuema nuiiu, 60raToil yrieBogaMu, 3arac riMKoreHa B e4eHU MOXKET CO-
CTaBJIATH TIPUMEPHO 5% OT ee Macchl. MBI MOTYT 3amacath 10 1% rimKoreHa,
HO TaK KaK Macca MbIIIeUHOW TKaHW 3HAYUTEIbHO OOJIblle, YeM B TIeYeHU, TO U KO-
JIMYECTBO MIMKOTreHa MbIIL Oojblie. B opraHuszme Moxer comepxkatbest 10 450 T
[JIMKOTEeHA.

Pacnan rivkoreHa nevyeHu CIy>KUT B OCHOBHOM JUTSI TIOAAEP>KaHMS YPOBHSI IJTIOKO-
3bl B KPOBH B ITOocTabcopOTUBHOM nepuome. [loaTomy comep:kaHue rIMKOreHa B Ieue-
HU U3MEHSIETCS B 3aBUCUMOCTH OT pUTMa MUTaHus. [1py mmTesbHOM rojiomaHiu OHO
CHUMKAETCSI TOUTHU 10 HYJIsl. [JIMKOTEH MBIIIILL CITYKUT PE3epBOM TJTHOKO3bI, KOTOPAs SIB-
JISIETCSI UICTOUHUKOM 3HEPIUM MPU MBILIEYHOM COKpallleHUU. MBIIIEUHbIN TIMKOTeH
HE WCTIONb3yeTCs ISl MOJIEpXKaHUsl YPOBHS TTIOKO3bl B KpoBU. Kak yxe ynmomuHa-
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Puc. 8.5. DyHKLWM MMKOTeHa B MeYeH 1 MblLULAX

JIOCh paHee, B KJIETKaX MBI HeT hepMeHTa TITIoK030-6-(ocdaTasbl, 1 0Opa3oBaHue
CBOOOIHOM TITIOKO3BI HEBO3MOXHO. Pacxonm mimKoreHa B MBIIIIIAX 3aBUCUT B OCHOB-
HOM OT (pU3UUYECKOI HArpy3Ku (CM. puc. 8.5).

CuHTe3 rmukoreHa (rnmKkoreHoreHes)

[mukoreH cuHTE3UpyeTCs B Iepro nuieBapeHus (1—2 4 mocjie mpruemMa yrieBo/I -
Hoit muiu). CreayeT OTMETUTh, YTO CUHTE3 TJIMKOTEeHA U3 IIIOKO3bI (puc. 8.6), Kak
BCSIKMI aHA0OJUUECKM I TTpoLIecC, SIBJISIETCS SHAEPTOHUYECKUM, T.€. TPEOYIOLINM 3a-
TpaT SHEepruu

I1roko3a, nmocrynatoniast B KJetky, pochopunupyercs npu ydyactuu ATD (peak-
1y 1). 3ateM M10K030-6-(ochar B 00paTUMOI peaKLIMu MPEeBPAILIAETCs B TIIIOKO30-
1-ocar (peakuus 2) noxa neiicteuem epmernta pocdormokomyrassl. [7110K030-
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Puc. 8.6. CvHTE3 rMuKoreHa:

A — cuHTe3 rukoreHa (o6was cxema); b — nonumeprzauma n BETBEHNE MONEKYIIbI FIMKOTEHa;
B — obpazoBaHue YD-rnoKo3bl

1-pocdaT 1Mo TepMOAMHAMUYECKOMY COCTOSIHMIO MOT OBl CITY>KUTb CyOCTpaTOM ISt
cHHTe3a rnKoreHa. Ho B ¢ty 00paTMMOCTH peakLuU TIK030-6-docdaT <> Tio-
K030-1-(ocdar cuHTe3 IIIMKOreHa 13 INII0K030-1-(ocdara 1 ero pacmaj 0Ka3ajanch
OBbI TAKKE OOPATUMBIMM U TIO3TOMY HEKOHTPOJIUPYeMbIMU. UTOOBI CMHTE3 TJIMKOTe-
Ha ObLT TEPMOAMHAMUUYECKM HEOOpaTUMbIM, HEOOXOAMMA JOMOJHUTEIbHASL CTaaus
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ob6pazoBaHust ypuanuHaudocharriokossl u3 YT® u rmoko3o-1-docdara (peakius
3). @epMeHT, KaTAIM3UPYIOIMNI 3Ty peakIldio, Ha3BaH IO 0OpaTHON peakInu —
VI®-rmokonupodocdopuaaza. OgHako B KIeTKe oOpaTHasi peakiius He MpoTeKa-
€T, IIOTOMY YTO 00pa3yIoIINUiics B X0Ae NPsIMOM peakiiuu nupodocdar oueHb ObICTPO
pacueruisiercst mupodgocdaTazoit Ha ABe MOJIEKYJIHI (pocdarta.

Peakiius oopazoBanus YA @-1110K03b6I 00yCIaBIMBaeT HEOOPATUMOCTD BCeil 1O-
CJIeIOBATEIBHOCTH PeaKIIdii, TPOTEKAIOIINX IPU CHHTE3e TJIMKOTeHa. DTUM Xe 00b-
SICHSIETCSI HEBO3MOXKHOCTh paciiajia IJIMKOreHa MyTeM MpOoCTOro oopallieHus pouec-
ca ero CUHTe3a.

VA ®-rmoko3a gajee MCIOIb3yeTCsT KaK JOHOP OCTaTKa ITI0KO3bI PU (DOPpMUPO-
BaHUUM MaKpPOMOJIEKYJIbl INIMKOTEeHA. DTy peakliuio KaTaIu3upyeT (pepMeHT INIMKOT€eH-
cuHTa3a (noKo3uaTpancdepasa). [1ocKobKy B JaHHON peakliMu He UCTIOJIb3YeTCsI
AT®, bepMeHT Ha3bIBAETCSI CUHTA30M1, a HE CUHTETA30M.

Tak Kak MIMKOTEeH B KJIETKE HE PaCILeTUISIeTCsl TTOJIHOCThIO, CUHTE3 TIIMKOTeHa OCy-
LLIECTBJISIETCS TyTEM YUIMHEHMSI YK€ MMEIOLLIENCSl MOJIEKYJIbI ITOJIMcaxapyia, Ha3blBae-
MOt «3aTpaBKoii», 111 mpaiiMepoM. K «3aTpaBKe» mocaen10BaTeIbHO TTPUCOSTMHSIOT-
Csl MOJIEKYJIbI TJTI0K03bl. CTpOeHMEM MOJIEKYJIbI «3aTPaBKW» KaK Obl MpenoIpeaesseTcst
TUIT CBSI3U, KOTOPBI BOBHUKAET B PeaklMU TPaHCTJIMKO3UIMpoBaHus. B cocTaB «3a-
TpPaBKHM» MOXKET BXOAMNTD OJIOK NIMKOTeHnH, B KoTopoM K OH-TpyTime omHOro u3 Tupo-
3MHOBBIX OCTaTKOB ITPUCOEIMHEHA OJIMTOCaXxapuaHasl Lieroyka (IpUMepHO 8 OCTaTKOB
[TI0KO3b1). [J1I0KO3HBIE OCTATKM MEPEHOCSITCSl IIMKOTEHCUHTA30i Ha Hepemylupylo-
W KOHEIT OJTUTOcaxapuiaa M CBI3bIBAIOTCS o~ 1,4-TITMKO3UIHBIMU CBSI3IMU. [10 OKOH-
YaHWU CUHTE3a IJIMKOTeHUH OCTAaeTCsl BKIIOUEHHBIM B TPaHYJTy IIMKOTEeHa.

Pa3BeTBieHMS B CTPYKType IJIMKOTeHa obOpasyeTcs Mpu ydyacTuu amuio-1,4 —
1,6-rmoko3uarpancdepa3sbl, HazbiBaeMoil ¢epMeHTOM «BeTBJeHus» — branching
enzyme. Kak TOJIbKO IMTMKOT€HCUHTAa3a CUHTE3UPYET IMHENHBIN yuacTOK, IPUMEPHO
10 11 TII0KO3HBIX OCTATKOB (peakius 4), epMeHT BEeTBICHMS IEPEHOCUT €€ KOHLIe-
BOI1 0JI0K, coaepKaliuii 6—7 OCTaTKOB, HA BHYTPEHHMU I OCTATOK IJIIOKO3bI 3TOM MU
JIpyroi enu (peakuus 5). B Touke BeTBIeHUSI KOHIIEBOI OCTATOK IJTIOKO3bl OJIUTO-
caxapuja COeIUHSETCs ¢ TUAPOKCUIbHOM rpymnmnoit B Cg-1ojI0XXeHUM ¢ 00pa3oBa-
HUEM o~ 1,6-TITUKO3UIHOM cBsI3u. HoBast Touka BeTBIIEHUSI MOXKET OBITh 00pa3oBaHa
Ha pacCTOSTHUU HE MEHEe UYeThIpeX OCTAaTKOB OT JIt000i1 yXe cyliecTByolei. Takum
00pa3oM, 1Mo Mepe CMHTe3a IMIMKOreHa MHOTOKPAaTHO BO3pacTaeT YMCIIO BETBJICHUIA.
KoHIIBI 1IeTIeif cmy>kaT TOUKaMu poCTa MOJICKYJIBI TIPU €€ CMHTe3¢ M HavYaJlloM TIpU
ee pacraje.

Pacnapg rnukoreHa (rnnkoreHonums)

Pacnanm rmukoreHa, WM ero MOOWIM3AIs, TIPOUCXOIUT B OTBET Ha ITOBBIIIIE-
HUE MOTPEOHOCTU OpraHu3Ma B MIIOKOo3e. [JIMKOreH MneyeHu pacrnagaeTcsi B OCHOB-
HOM B MHTepBajaxX MEXIy TprUeMaMHU IMUIIU WIK 3TOT MPOLIecC YCKOPSIeTCs B MEUYEHU
1 MBIIIIIIAX BO BpeMsl (GPU3NIECKOIM pabOTHI.
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Pacnan rmukoreHa (puc. 8.7) mpoMCXOAUT IIyTeM ITOC/IeI0BaTEIbHOIO OTILIEILIe-
HUsI OCTATKOB IIIOKO3bI B BUE INI0K030- 1 -hocdara. [Nnko3nnHas cBsi3b paciierisi-
eTCsl C MCMOJIb30BaHUEM HeopraHu4eckoro gocdara, MoaToMy mpoliecc Ha3blBaeTCst
dochopoauzom, a pepmMeHT — mMKorendochopunazo.

Tak xe KaK U CUHTe3, pacllleryieHue TJIMKOreHa HAYMHAETCsl C HepeaylLIupyloliie-
ro KOHIIa nojiucaxapuaHoil uenu. [Tpu 3ToM Hajimuue pa3BeTBIEHHOU CTPYKTYPbI
IJIMKOTeHa obJieryaeT ObICTPOE BICBOOOXIEHUE TJIFOKO3HBIX OCTATKOB, TaK KaK YeM
0oJibllle KOHIIOB MMEET MOJIEKyJa MIMKOTeHa, TeM OOJibllie MOJIEKYJ TJIUKoreH(poc-
dopunazsl MOTYT A€M CTBOBATb OJJHOBPEMEHHO.

Inukorengocdopunaza pacuiernisier ToJbKO o-1,4-TIMKO3UIHbIE CBSI3U (peak-
uust 1). [MocaemoBarenbHOE OTIIETIEHNE TJIIOKO3HBIX OCTATKOB MPeKpallaeTcs, Koraa
JIO TOUKHW BETBJICHUsI ocTaeTcs yeTbipe MoHoMepa. [TogodHast 0coGeHHOCTD B IECTBUN
ruKoreHdocdopuiazbl 00yCI0BIeHA pa3MepPOM U CTPOSCHMEM €€ aKTMBHOTO LISHTpa.

JlanpHeiiee paciieuieHue TJIMKOTeHa TpeOyeT yuacTrsl IBYX APYIuX (DepMEeHTOB.
CHauaja TpY OCTaBLIMXCSI 10 TOYKW BETBJEHMSI TJIOKO3HBIX OCTaTKa MEPEHOCITCS
MPU YYaCTUU oJurocaxapuarpancdepassl (peakiiys 2) Ha HepeayLUPYIOLIUiA KOHell
COCEIHEN 1enu, YIJIUHSS €€ U, TAKUM 00pa3oM, co3laBasi YCJIOBUS IJIS JEWCTBUS
dochopunaszpl. OCTaBIIMICS B TOYKE BETBJACHUS ITIOKO3HBINA OCTAaTOK T'MAPOJIUTH-
YeCcKM OTLIEILISIETCSI ¢ TTIOMOIIbIO a-1,6-I0K03uaa3bl B BUIe CBOOOIHON TIHOKO3bI
(peakuust 3), mocjie 4ero JIMHEeMHbIN yJ4acTOK IIMKOTeHa MOXEeT BHOBb aTaKOBAaThCS
dochopunasoit.

IlepeHoC Tpex OCTaTKOB INIIOKO3bl U yJaJ€HUE MOHOMEpA U3 TOYKU BETBJIEHUS
(peakuus 2 u 3) KaTaauM3UpyeT OAUMH U TOT Xe (PepMEHT, KOTOPhI oOagaeT AByMs
pa3HbIMU (hepMEHTATUBHBIMU aKTUBHOCTSIMU — TpaHc(hepa3HOU 1 TIMKO3UAa3HOM.
Ero HasbiBaoT aeeTBsamuM (debranching enzyme) dhepmentom.

ITponykT neiicTBUsI TiMKoreHgochopuiasbl I0Ko30-1-docdar 3arem nzome-
pu3yeTcs B IITI0K030-6-(ocdar docdormokomyrasoii (peakuus 4). Jlanee rioko30-
6-docdaT BKIIOIaeTCs B IMpOIIecC KaTaboarn3Ma Win IpyTie MeTaboInIecKre My TH.
B nedenu (HO He B MBIIIIAX) TTTIOK030-6-(hocdaT MOXET THAPOIU30BATLCS ¢ 00pa3o-
BaHUEM TIJIIOKO3bl, KOTOPAasl BbIAEISIETCSI B KPOBb. DTy peaklivio KaTalu3upyeT dep-
MEHT III0K030-6-docdarasza (peakius 5).

Bbuonornuyeckoe sHaueHne o6MeHa rMMKoreHa B NeyeHn
N Mmblllax

Ha puc. 8.8 nmpuBeneHa od1ast cxemMa CUHTe3a U pacriaga rimkoreHa. CpaBHEHME
STHUX TIPOIIECCOB TTO3BOJISET CACIATh CIEAYIONINE BEIBOMIBI:
e CUHTE3 U pacnaj INIMKOreHa MpoTeKaoT MO pa3HbIM METa0OJIUYECKUM Iy TSIM;
e [IeueHb 3aracaet IJII0KO3Y B BUE INIMKOTeHA He CTOJILKO /111 COOCTBEHHBIX HYK]I,
CKOJIBKO IJIs1 TIOJIEPXKaHMSI TTOCTOSTHHOM KOHILIEHTPALMU [JIIOKO3bI B KPOBU U,
cJieqoBaTe/bHO, 00ecIleunBaeT IJII0KO30M apyrue TKaHu. IIpucyrcTBUe B Ie-
YeHU TITI0K030-6-ocdaTasbl 00ycaaBIMBacT 3Ty TIaBHYIO (DYHKIIIO TTEYCHU;
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@ — TI0KO3HbI OCTATOK, CBA3aHHBIV 0t-1,6-TNMKO3MAHOM CBA3bIO;

D E — [JIOKO3HbIE OCTATKU B JINHEWHbIX yYacTKaxX 1 6OKOBbIX BETBAX,
CBfi3aHHble a-1,4-rMMKO3UAHON CBA3bIO

Puc. 8.7. Pacnap rnkoreHa. B pamke ¢parmeHT rnvkoreHa
C TOYKOW BETBNEHNUA
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3009

Fnukorax
naqvaHn

Puc. 8.8. CvHTe3 1 pacnag rvKoreHa:

1-4 — peakunun CYHTE3a MMKOreHa B MEYEHN 1 MbllLAX; 5-6 — peakunn Mobunusauum rmu-

KOreHa B MeyeHb 1 MbillLbl; 7-8 — peakuuu aedochopurnmpoBaHus rokoso-6-docdarta v no-

CTYNNeHVE oKOo3bl B KPOBb. PeakLms NpOoUCXOAUT B NMEUYEHN B OTAMYME OT MbILLL, B KOTOPbIX
oTCyTCTBYET depMeHT dpocdaTtasa

e (DYHKIIMS MBIIIEYHOTO IIMKOI€HA 3aKJII04aeTCsI B OCBOOOXKICHUU TIIIOKO30-6-
(ocdarta, norpedasieMOro B caMoid MbIIILIE [IJ151 OKMUCIEHUS U TTOJTYyYSHMSI SHEP-
TUu;

e CHHTE3 IIMKOreHa — TMPOIecC dHAeproHndecknii. Tak, Ha BKIIOYEHUE O/I-
HOTrO OCTaTKa IJII0OKO3bl B MOJMCAXapUIHYIO LieTlb ucrnoab3yercs 1 moab AT®
u 1 monp YTO;

e pacraj IJIMKOIeHa J0 TTI0K030-6-(ocdara He TpeOyeT SHEPIUH;

e HaIllpaBJieHHe€ ITpoliecca B CTOPOHY CUHTE3a UM paciiaja rinKoreHa obecrneyu-
BaeTCH pEryiasluei.

8.5. Perynauunsa meta6onnsma rnmkoreHa

Ipolrecchl HAKOTIEHMS TJIIOKO3BI B BUIE TVIMKOTeHA M €r0 pacriaj TOJKHBI OBITh
COIJIaCOBaHbl C MOTPEOHOCTSIMU OpraHM3Ma B TJIIOKO3€ KaK MCTOYHMKE SHEPTUM.
OaHOBpeMEHHOE MPOTEeKaHWe 3TUX METa0OJMYECKUX TMyTel HeBO3MOXHO, TaK Kak
B BTOM cCjydae oOpasyeTcsl XOJOCTOW IMKJ, CYIIeCTBOBaHUE KOTOPOTO MpUBEAET
TOJIBKO K Oecrnosie3Hoi pactpate ATO.

WM3MeHeHMe HampaBJIeHUSI TIPOLIECCOB B META00IM3Me INIMKOreHa 00eCceuynBaoT
PETyIATOPHBIE MEXaHU3MBI, B KOTOPBIX YIaCTBYIOT TopMOHBI. [lepeximoueHre mpo-
LIECCOB CUHTE3a U MOOMJIM3AllMU TJIMKOTeHa IMTPOMCXOUT MPU CMeHe abCOpOTUBHOTO
repuoia Ha MOCTaOCOPTUBHbBIN UM COCTOSIHUSI TIOKOsI OpraHM3Ma Ha pexkuM (pusu-
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4yecKol paboThl. B repek/noueHu 3TUX MeTa00JIMYECKMX MyTei B IEYEHN YIaCTBYIOT
TOPMOHBI MHCYJIMH, INIIOKArOH U aJAPEHAJIMH, a B MbIIIAX — HHCYJIUH U aJApPeHaJIiH.

XapaK'replnclea rOpMOHOB, peryamnpyrowmx o6MeH rmuKkoreHa

[lepBUYHBIM CUTHAJIOM JUISI CUHTE3a 1 CEKPELIMU MHCYJIMHA U TJII0KaroHa sBsieT-
Cs1 U3MEHEeHME YPOBHS TJTIOKO3bI B KPOBHU. B HOpMe KOHIIEHTPAIIHS TITIOKO3bI B KPOBU
cootBeTcTBYeT 3,3—5,5 MMoJib/n (60—100 Mr/mn).

Wucyaimn — OeJIKOBBIA TOPMOH, CHHTE3UPYETCS W CEKPETHPYeTCSI B KpPOBb
B-kieTkaMu OCTpOBKOB JlaHrepraHca MOIXKeTyIOYHON XeJe3bl. 3-KJIeTKU YyBCTBU-
TeJbHBI K U3MEHEHUSIM KOHIIEHTPAIMU TITIOKO3bI B KPOBU U CEKPETUPYIOT MHCYJINH
B OTBET Ha MOBBILLIEHHUE €€ COAePKaHUs Mmocie npuema nuiy. [locTymieHue rioKo-
3bl B B-KJIeTKH obecrieurBaeT TpaHciopTHbIN O0esok (IJTHOT-2), KoTtopelit oTanyaet-
¢ HU3KAM CPOJICTBOM K Heit. CireoBaTeTbHO, 3TOT OJTOK TPAHCITOPTUPYET TITIOKO3Y
B KJIETKY TOKETyIOUYHOM Kejle3bl JUIIb MOocJie TOro, Kak ee cojep>XaHue B KPOBU
OyzeT Bblllie HOPMaJIbHOTO YPOBHS (0oJiee 5,5 MMOJIb/ ).

[M10KaroH — 3TO0 TOPMOH «T'0JI0Ja», KOTOPBI BEIPAOATHIBAETCST OL-KJIETKAMM MO -
JKeJTYIOYHOM XKeJie301i B OTBET Ha CHUXKEHWE YPOBHSI INTIOKO3bI B KpOBU. 10 xumuye-
CKOM TIpUpPOE TIOKATOH SIBJISIETCS TIETITUIOM.

AIIpeHAJIMH CUHTE3UPYEeTCS M3 aMUHOKWCIIOTHI TUPO3WHA 1 BBIICIISIETCST U3 KIIETOK
MO3TOBOTO BellIeCTBA HAATIOYETHNKOB B OTBET Ha CUTHAJIBI HEPBHOI CUCTEMBI, MYIINE 13
MO3ra [Py BOBHUKHOBEHUM KCTpEeMaIbHBIX CUTYalIMU (HarmpuMep, 0ercTBo Wiv 6ophoa),
TPeOYIOLINX CPOYHOM MBIIIEYHOM IesITeTbHOCTA. AIPEHAINH SIBJISIETCS] CUTHAJIOM «Tpe-
Boru». OH J0/KEH MTHOBEHHO 00ECTIeYMTDb MBIIIIIBI 1 MO3T UICTOYHUKOM SHEPIHUU.

Perynaumnsa akTuBHOCTU rnukoreHpocpopunasbi
M IMINKOreHCUHTas3bl

ITockonbKy CMHTE3 M pachaj TJIMKOTeHa MPOTEKAIOT MO pa3IMYHbIM METaboIM-
YeCKUM IIyTSIM, 3TU TIPOILIECChl MOTYT KOHTPOJMPOBATHCS PELMITPOKHO. BrmsHue
TOPMOHOB Ha CTHTE3 M pacliajl ITUKOTeHa OCYIIECTBIISIETCS IyTeM U3MEHEeHUS B TIPO-
TUBOITOJIOXHBIX HATPaBJIEHUSIX aKTUBHOCTH JABYX KJII04YeBbIX (DepMEHTOB: INIMKOT€eH-
cuHTa3bl M nKorendocdopunassl, ¢ momMouibo hochopunrpoBaHus u aedocho-
punupoBaHus (puc. 8.9).

I'nmkorendocdopunaza cymectByeT B AByx ¢opmax: 1) dochopuimpoBaH-
Hasl — aKkTuBHas; 2) nedochopuipoBaHHasi — HeakTuBHast. DochopuinpoBaHre
OCYILECTBIIsIeTCs MyTeM TiepeHoca gocdatHoro octatka ¢ AT® Ha rMAPOKCUIBHYIO
TPYIIIY OXHOTO M3 CEPpUHOBBIX OCTATKOB (pepMeHTa. CIIEICTBHEM 5TOTO SIBISIOTCS
KOH(hOpPMaIMOHHbIE U3MEHEHUST MOJIEKYJIbI (hepMEHTa U er0 aKTUBaLIus.

B3aumornpeBpaliieHus AByX (opM IiIMKoreHdochopmiasbl 00eceynBaloTCs qeii-
cTBUEeM (pepMeHTOB KMHa3bl (hochopuiasnl u pochonporenndocdarassl (hepMeHT,
CTPYKTYPHO CBSI3aHHBIN C MOJIEKYJIaMU TIIMKOTeHa). B cBOIO ouepenb aKTMBHOCTD KM -
Ha3bl pocdopmiassl u ¢pochonporenHpocdaTasbl TaKKe peryaupyeTcs ImyTemM ¢Goc-
(opunupoBanus u aedochopuaupoBaHus.
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Puc. 8.9. M3meHeHMe aKTMBHOCTU rnKoreHdochopmnasbl U rNKOreHCUHTa3bI.

Kpy»kkamy 0603HaueHbl Monekysbl GepMeHTa: akTBHbIE — YepHble, HeaKTUBHble — Gerble.
Orl-pocdarasa (P) — docdonpoTtenHpochatasa rpaHyn ravkoreHa; NKA — npotemHkmnHasa A

AKTuBanus KuHasbl ¢ochopunassl TpoOUCXOAUT MO JAeCTBUEM MPOTEeMHKUHA-
36l A (LAM®-3aBucumoii). TAM® cHavasia akTUBUPYET IMTPOTEMHKUHA3Y A, KOTopasi
dochopunupyeT KuHazy dochopuiiasbl, NepeBos e B aKTUBHOE COCTOSIHME, a Ta
B CBOIO ouepeab (pochopunupyeT rimmkoreHdochopunazy. Cunres HAMD ctumymiu-
pyeTcs afpeHaIMHOM U ITIIOKAaroHOM (CM. pasnen 5).

AxktuBanusa dochonporenndocdarasbl MPOUCXOAUT B pedysbrate peakiuu ¢oc-
dopuarMpoBaHusl, KaTaJlu3upyeMoil crielinpuueckoi MpoTeMHKMHA301, KOTopas, Co
CBOEIl CTOPOHBI, aKTUBUPYETCSI MHCYJIMHOM. DTa MPOTeMHKMHa3a (hochopuaupyer
M TeM caMbIM aKTUBHpYeT docdonporenHdocdarasy, Kotopass aedochopuinpyet
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Puc. 8.10. BnusHve VHCYNMHA Ha aKTUBHOCTb MIMKOTEeHCMHTa3bl U rnkoreHa pocdo-
pvinasbl:

MN$lp — docdonporenHdpocdartaza rpaHyn rnKoreHa

U, cliefoBaTe/lbHO, MHAKTUBUPYET KMHa3y (ocdopuiasbl U riankoreHbochopuaazy
(puc. 8.10).

AKTHBHOCTH IIMKOTE€HCHMHTA3bl TaKXKe U3MEHSIETCS B pesyJibTaTe (hochopuanpo-
BaHUs u aedochopuarpoBaHus. OTHAKO €CTh CYLIECTBEHHBIC Pa3IMUUs B peryJsi-
LMK rMKoreHdochopuiasbl U INIMKOT€HCUHTA3bI:

e (dochopuapoBaHre NIMKOTeHCUHTa3bl KatanusupyeT [TKA u BhI3bIBaeT ee

MHAKTUBALIMIO;

o jnedochopuinpoBaHUe TJIMKOTEHCUHTA3bl Moa AeicTBUEM (HoCchOMpOTerH-

docdarTasnl, HA00OPOT, ee AKTUBUPYET.

Perynﬂuvm mMeTabonnsma rmmKoreHa B neyeHn

Kaxk YK€ OTMEYAJIOCh, IIEPBUYHBIM CUTI'HAJIOM IJIdA CUHTE3a MHCYJIMHA U TJII0OKaro-
Ha ABJIFICTCA M3MCHCHUC KOHUCHTPALIMU TIJIIOKO3blI B KPOBH. I/IHCYJ'II/IH 1 TJIIOKAaroH
IIOCTOAHHO ITPUCYTCTBYIOT B KPpOBM, HO IIpHU CMCHEC El6COpTI/IBHOFO II€pruoaa Ha I10-
CTa6COpTI/IBHBII7I MN3MEHACTCA UX OTHOCUTEJIbHAasA KOHLUCHTpPALIUA, YTO ABJIACTCA IJ1aB-
HbIM d)aKTOpOM, NEePEKII0YarouM MeTa00/I1M3M TJMKOreHa B reyeHu. OTHOILIeHUe
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KOHIIEHTpAllMU UHCYJMHA B KPOBU K KOHILIEHTpPALIMU TJII0OKaroHa Ha3bIBaeTCsl MHCY-
JINH-TJIIOKATOHOBBIM HHIEKCOM.

B mocrabcop0THBHOM mepuone WHCYJIMH-TIIOKArOHOBBII WMHIEKC CHUXKAETCS
1 PeIIaroIIuM CTAHOBUTCS BIUSHIUE TTIOKaroHa.

[moKaroH sBiseTcs IS KJISTKY TTeYeHN BHEITHUM CUTHAJIOM O HEOOXOTUMOCTH
BbIJIEJIEHUsI B KPOBb TJIIOKO3bl 3a CUET paclaja INIMKOreHa — MJIMKOTeHOoJM3a WU
CMHTe3a INIIOKO3bl U3 IPYTUX BELIECTB — TIIOKOHEoreHe3a (3ToT mpoiiecc OyaeT u3-
JIoxkeH mosaHee). [OpMOH CBSI3BIBAETCSI C PELIENITOPOM Ha IJIa3MaTUYECKON MeM-
OpaHe M akTMBUpYeT Ilpu mocpeaHudectBe G-0Oejika aaeHWIATLIMKIIA3y, KOTOopas
Katanu3upyet oopazopanne TAM® u3 AT® (cm. pasgen 5). [anee ciaemyer Kackan
peakuuit, MpUBOMIIINIA B TIeYeHN K aKTUBAIINH TIIMKOTeH(MochOoprIa3bl 1 MHTUON-
POBaHUIO TJIUKOTeHCUHTA3bl (puc. 8.11). DTOT MexaHU3M IPUBOIUT K BHLICBOOOXK-
JNIEHUI0 U3 TJIMKOTeHa TJ0K030-1-docdaTta, KOTOphlii MpeBpallaeTcsl B IIHOK030-
6-docdar. 3aTeM 1O BIMSIHUEM INTIOK030-6-(hocdarassl 00pasyeTcs cBOOOIHAS
[JII0K03a, CIIOCOOHAs BBIMTHU 13 KJIETKU B KPOBb. TakKuM 00pa3oM, TJIIOKAaroH B meve-
HU, CTUMYJIMPYS pacTai IJIMKOTeHa, CTIOCOOCTBYET MOAIEeP>KaHUIO TIIFOKO3bI B KPOBU
Ha ITOCTOSTHHOM YpPOBHE.

ANpeHAaIMH MMeEeT CXOJHBIN C IJIIOKAaroHoM MexaHu3M aeictBusi. Ho B kieTkax
MeYeH! BO3MOXKHO BKJIIOUEHWE U APYTroii 3¢ (GeKTOPHOM CUCTEMBI TIepeaauu CUrHasa
(puc. 8.12). Pe3ynbraToM AcHCTBUS aapeHaTUHA B TIeYSHU SIBJSIOTCS (hochOopuanpo-
BaHUE U aKTUBaLMS IIMKOreHdochopuiasbl.

Kakas crucreMa nepemauy curHaja B KIIETKY OyIeT UCITOIb30BaHa, 3aBUCHT OT TUTIA
PEILIETITOPOB, ¢ KOTOPBIMU B3aMMONIEUCTBYET agpeHanH. Tak, B3anMoIeCTBIE anpe-
HaJIMHa C ,-pelenTopaMy KJIETOK MeYeH! BKIIIOYAeT aleHWIATIIMKIIA3HYIO0 CUCTEMY.
BzaumoneiicTBre Xe aapeHaauHa C o,-pelenTopaMy MPUBOIUT B AEVCTBUE MHO3M-
ToadochaTHBIII MeXaHU3M TpaHCMeMOpaHHON Tepeaauyd TOPMOHAIbHOIO CHUTHAJA.
Pesynbratom aeiicTBUsI 00euX cUCTeM sBisieTcs (hochoprIMpoBaHUe KIIOUeBbIX ep-
MEHTOB U MepeKIIoUeHNE TIPOIIECCOB C CMHTE3a INIMKOTeHa Ha eTo pacral.

B nmepuoa numeBapeHus mpeodIagaroiuM SBISIETCS BIUSHIE HHCYJIMHA, TaK KaK
WHCYJIMH-TJIOKArOHOBBIM MHJEKC B 3TOM CJiydyae MoBbIlaeTcs. B 1ieioM MHCYIMH
BJIMSIET Ha OOMEH MIMKOTeHa MTPOTUBOIOJOXHO ItoKaroHy. MHCyIMH cHUXXaeT KOH-
LIEHTPALIMIO TJIIOKO3bI B KPOBU B MEPUOJ MUILIEBAPEHUsI, IEHCTBYS Ha KJIETKHU MeYeHU
CJIEAYIOLIMM 00pa3oM:

e CHIXaeT ypoBeHb HTAM® B KJIeTKax;

e akTuBHUpYyeT (ocdomporenHdocdarasy rpaHysl IIUKOTeHa, KoTopas medoc-
(hopuaupyeT TJIMKOreHCUHTa3y U TaKUM 00pa3oM ee akTuBUpyeT. Kpome Toro,
dochonporenHdocdarasa nedochopuMpyeT M, CiIeA0BaATSIbHO, MHAKTUBH-
pyeT KuHazy dochopuiiassl U MKoreHdochopuiasy;

e VHIYLIMPYET CUHTE3 TIIOKOKMHA3BI, TEM CaMbIM YCKOPSIET (pochopmirmpoBaHue
TIIOKO3BI B KJIeTKe. ClieayeT HallOMHUTD, YTO PEryJIITOPHBIM (PAKTOPOM B Me-
TaboaM3Me TIMKOTeHa SIBSIETCs] TakXkKe BennunHa K| TIIOKOKMHAa3bl, KOTOpast
HaMHOTO BbIlIE, yeM K, rekcoknHasbl. CMBICT 3TUX pa3aIu4Mil MOHATEH: Te-
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Pwuc. 8.11. Perynauna cuHTesa n pacnaga rmmkoreHa B neyeHu rniokaroHoM 1 agpeHa-
JINHOM:
1 — [/IOKaroH v agpeHanuH B3aUMOAEWCTBYIOT CO Cneunpruueckumm MembpaHHbIMU peLien-
Topamu. Komnnekc ropmoH-peLenTop TpaHCOPMUPYET CUrHan uYepes ageHUNaTLuKnasHyio
CUCTEMY Ha MPOTEMHKUHA3y A, MepeBOAsA ee B aKTVBHOE COCTOAHMWE; 2 — MPOTEUHKMHa3a A
docdopunupyet 1 akTuBMpyeT KnHasy docdopunasbl; 3 — KuHaza docdopunasbl pochopunu-
pyet rnukoreHdocdopunasy, nepeBoas ee B akTBHY0 dopmy; 4 — npoTenHkrHasa A docdo-
pUNMpYeT TakKe FMMKOreHCKHTa3y, NepeBOAs ee B HEAKTUBHOE COCTOAHUE; 5 — B pesysnbraTe
VHIMOMPOBAHWA IMKOTeHCUHTA3bl 1 aKTBaLWK FMKoreHdocdhopunasbl MUKOTeH BKIOYaeTCs
B NpoLiecc pacnaga

YeHb HE JOJKHA MOTPeOIsITh MIFOKO3Y /IS CUHTe3a INIMKOTeHa, eC/id €€ KOJIu-
YeCTBO B KPOBU B Ipeeaax HOPMBI.

Bce BMecTe mpUBOAUT K TOMY, YTO MHCYJIMH OJHOBPEMEHHO aKTUBUPYET TJIUKO-
reHCHMHTa3y U MHTUOUpyeT riMKoreHdocdopuiiasy, epekiirodasi mpoiecc Moouamsa-
LIMY TJINKOTEHA Ha eT0 CUHTE3.

B nedeHu cyuiecTByeT M ajsiocTepuuecKasi peryiasinus IMKoreHdochopuaasml
3a c4eT u3MeHeHUs B KieTke ypoBHSI AT®, AJI® n AM®. 3amemieHre yTUIN3aUN
AT® compoBoxXaaeTcsl CHUXKEHUEM aKTUBHOCTU IIMKoreHdocdopuiasbl U yMeHb-
LIeHWEeM CKOPOCTH pacriaja rukoreHa. HampoTtus, yBennueHue pacxogoBanuss AT®



Pazpen 8. O6meH yrneBonos 219

AnpeEHEnMH

=S NG Ca"  Kansmomynus

Ca —uanbmonymnvH

|
2
| Kuuaaa dhocthopunasa (HeakTHasaa )
' FnuKkores-
. cuHTaza-0OH 3
! (aKTusHas) doctopunasa-OH
e —» (HEBKTHBHAR)
AT Kournnere Ca*-
‘_‘_\-\‘: WA NN peaa | . ﬁTm
Aﬂm *_,_,-F' -I?IWHII-'IJH FOxT. ) Y Aﬂ'm‘
S 4 >
| o™ = KU M MG Pk =
- — EPRMCITMEN
| NpOTeMHHEID (06T ) |
: Y E@ [ L Frleared
MMEOrEHCHHTa38- ; o | .
Pocdopunasa-F) 5 l/— Pi
(HeaxkThmaHasR) (akTusHag) >

Mmwokoao-1-thocdar

Mniokoao-6-thocar

Puc. 8.12. Perynauua cviHTe3a 1 pacnaja riukoreHa B neyeHy agpeHanviHom n Ca2*:

1 — B3auMoOAeNcTBMe afpeHasnHa C o,-PeLienTopom nepefaeT curHan yepes vHosntondoc-

daTHyto cuctemy Ha pocdonnnasy, nepeBoOJUT ee B akTUBHOE COCTOAHME, aKTUBMpPYET Mobrnm3a-

umio Ca?* n3 3P v akTuBaumio npotenHsmHasbl C (MKC); 2 — npotenHkuHasa C pocdopunmpyet

[JIMKOreHCUHTA3y U NMEePEBOANT €€ B HEAKTVBHOE COCTOsHMNE; 3 — Kommnekc 4Ca?*—kanbmogy-

JINH aKTUBUPYET KnHa3dy docdopunasbl U KarbMOAySIMH3aBUCUMblE MPOTENHKNHA3bI; 4 — Ku-

Hasa ¢ocdopunasbl pochopunupyer rnmkoreHpochopunasy M Tem CaMbiM €e aKTUBUPYET;
5 — rukoreHdochopunasa KatanmsmpyeT pacnag rmKoreHa

BeIeT K TOBBIIeHUIO YpoBHSI AM®, akTMBany rIMKoreH(ochopmiasbl 1 ycKope-
HUIO paciaga ramkoreHa. AT® nu AM @ gBisiioTes atocTepruuecKUuMu 3 dekropamu
10 OTHOILLIEHUIO K IMKoreHdochopuiase.
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Perynﬂuvm MeTabonusma rnmKoreHa B MbillLaXx

MeTaboiun3M INIMKOTeHA B MbILILAX O0ECIIeUYnBAET SHEPrETUYECKUM MaTEPUATIOM
KaK MHTEHCUBHYIO paboTy MbIIl (0er win 6opbda), Tak U 3HEpro3aTpaThl B COCTOSI-
HUU TTOKOSI.

B 3KcTpeMadbHBIX CHTyamMsX B MBIIICUHBIX KJIETKaX MOOMIM3AlINAS TIIMKOTeHA
ycKopsieTcs aapeHamnHoM. CBS3bIBaHME alpeHAMHA C B-pelienTopaMu, acCOIMUPO-
BaHHBIMHU C alIcHUJIATIIMKIIA3HOM CUCTEMOIA, TIPUBOIUT K o6pa3oBaHmio TAM® B KieT-
Ke U TocyiefoBaTelbHOMY (hochopUIMPOBaHUIO U aKTUBAIIMU KUHA3bl (hochopuiasbl
u rukoreHbochopunassl (puc. 8.13, myThb 3), CTUMYIMPYIOLIMX pacriaj IJIMKOreHa.

OO0pa3oBaHHBIN W3 TIMKOTeHa TIIIOK030-6-(octara BOBIIEKAeTCS B adpOOHBIN
M aHa3pOOHBIN pacIia INIFOKO3bI U obecrieunBaeT KiieTku AT®.

MHakTuBaius ramKoreHCMHTA3bl O] BAWSHUEM aJpeHalHa B MbIIIEUHbBIX KJIET-
Kax MPOXOAUT TaK ke, KaK B MeUeHHU.

B cocTosgHuu mOKoOs Mpy HU3KUX KOHLEHTPALMSIX aapeHaTnHa B KPOBU TJIMKOTeH-
¢ocdopuiiaza MbIIIILL HAXOAUTCS B 1ehochOopIMpOBaHHOM — HEAKTUBHOM — COCTOSI-
HMM, HO pacriajl INTMKOTeHa BCe-TaK! ITPOMCXOIUT. DTO OOBSICHSIECTCS TEM, UTO IJTUKOTEH-
¢ocdopniiaza akTUBHUPYETCsI CIIOCOOOM, He CBSI3aHHBIM C e¢ (hoc(hoprImpoBaHUEeM, TaK
Kak ypoBeHb HTAM® B KJIeTKe HM3KWI. B maHHOI cHUTyaIly MPOMCXOIUT aTOCTePH-
YecKast akTUBaIIUsI IMKoTeHdochopmiiasbl, akTuBaTopamu pepMeHTa sIBsttoTcst AM @D
n H;PO,, obpasyroiuecs B kietke npu pacnage AT® (puc. 8.13, myTsb 1).

[Ipy ymepeHHBIX MBIIIEYHBIX COKpAIIEHHSX, T.. B CUTyallMu, He TpeOyrollei
BKJIIOUEHMST aJleHUIATLUUKIA3HOW CUCTEeMbl, KUHa3a (ochopuiasbl aKTUBUPYETCS
ajmnoctepuuecku (puc. 8.13, myth 2). B aTom ciyyae annoctepuueckumMu 3¢ GeKTo-
pamu sBystotcs noHbl Ca?*, KOHLEHTpalsa KOTOPBIX PE3KO BO3PACTAET P COKpa-
IIEHUW MBIIIIL] B OTBET Ha CUTHAJ OT ABUTaTeJIbHOTO HepBa. AKTUBHOCTh (hepMeHTa
CHMIKAETCSI CPa3y Xe, KaK TOJIbKO KoHIeHTpauus Ca’>" B KJIeTKe YMEHbIIAETCH T0CIIe
MOCTYIUICHUS CUTHAJIa K pacciabaeHnio MeIL. TakuM o6pasoM, posb noHos Ca’"
3aKJII0YAeTCsI He TOJbKO B MHULIMAIIUY MBIIIIETHOTO COKpAIIeHUsI, HO TakKKe B 00e-
CIIEYeHW MBI SHepTUei. AKTUBAIIMSA KWHA3bI (hocHOPMITa3bl MBIIII] ¢ TTIOMOIIBIO
nonos Ca’* ornocpenosana KanbMOayTMHOM. KalbMOLy/IMH B JAHHOM CJly4ae sIBJIs-
eTCsl TIPOYHO CBSI3aHHOM CyObeIuHULIEN (hepMeHTa.

B Mblmmax B mepuoa muiieBapeHusi, €CIM OH COBIIaJaeT C COCTOSIHUEM TOKOSI,
CTUMYJIMPYETCSl CUHTE3 IIMKOreHa. MbllieuHasi paboTa BO BpeMsl MUlleBapeHUsl 3a-
MeJJIsIeT TIPOLIeCC CUHTEe3a MIMKOTeHa, TaK KaK MPY 3TOM MBIIILbI UCIOJIb3YIOT ISt
OKMCJIEHUS [JII0KO3Y KPOBH, MOCTYMAIOLIYIO U3 KUILIEYHUKA.

B nmepexiioueHM MOOWIM3AIMY TJIMKOTEHA Ha 3aracaHue TIIOKO3bl yJacTBYeT
uHCYIMH. Kak yXe roBopuIoch, TII0K03a MOCTYNAeT B MbILIEYHbIE U XKUPOBbIE KIIET-
KU C MOMOUIBIO TTI0KO3HbIX TpaHcnopTepoB IVIKOT-4. MHCynuH cTUMYIUpPYeET Tiepe-
menieHue IJTKOT-4 u BcTtpanBaHue nx B MeMOpaHy KJIETOK.

Brusane wHCyIMHA Ha CKOPOCTh CMHTE3a TJIMKOTeHa B MBIIIIIAX OCYIIIECTBIISICT-
¢S TIOCPEACTBOM M3MEHEHMSI aKTUBHOCTH TJIMKOTEHCUHTA3bl W TIMKOTeH(pOChHOopH-
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Puc. 8.13. Aktuauua rmukoreHdocdoprnazbl MblLLLL:

1 — annocTepuyeckan akTmBauma rmukoreHpocdopmnasbl. B npoLecce MbileYHOro CoKpalle-
HVA NpoucxoanT ncnonb3oBaHme ATO c o6pasoBaHnem AM®, KOTOpbI ABNAETCA aniocTepurye-
CKMM aKTUBaTopoMm rnukoreHdochopmnasbl (B aepocdopunpoBaHHon Gopme); 2 — HepPBHbIN
UMMYNbC MHULMUPYET ocBo6oXaeHWe Ca’t 13 capKomiasMaTMyeckoro petukyyma. Moxsl Ca’*
006pa3syloT KOMMeKC C KaJbMOAYIMHOM, CMOCOGHbIN akTUBMPOBaTb KMHa3ly ¢pocdopunas; 3 —
aKTVBaumaA rnkoreHdochopunasbl agpeHasMHOM NOCPEACTBOM afieHUNATLMKIA3HON CUCTEMbI

J1a3bl — KITIOUEBBIX (DEPMEHTOB, O YeM YK€ TOBOPHMIIOCH TIPY OOCYKIECHWH BIMSHUS
WHCYJIMHA Ha MeTa0O0IM3M INIMKOTeHa B IIEYEHH.

HapyLuel-wm o6meHa rmunKkoreHa

I'mukoreHoBble 00J1€3HM — 3TO IPyIIa HACAEACTBEHHBIX MAaTOJOTUI, MPUYMHOKI
KOTOPBIX SIBJISIETCS] CHUXKEHUE WJIM OTCYTCTBUE aKTUBHOCTU OTIEIbHBIX (DEPMEHTOB,
KaTaJu3upyoIIMX peakKlMi CUHTEe3a WK pacnana TJMKOreHa WM HapylleHUe pery-
JISIIIAN 3TUX (DEpPMEHTOB.

I'mkoreno3nsl — 3a001eBaHusI, OOYCIOBICHHbIEC e(PEKTOM (PEPMEHTOB, Y4aCTBYIO-
KX B pacnaze riavkoreHa (puc. 8.14). OHM NpOSsIBISIOTCS WM HEOOBIYHOM CTPYKTYPOI
[JIMKOTeHA, UJIU €r0 M30BITOYHBIM HAKOTLIEHUEM B IeYeHU, CePASUHON WIIA CKETETHBIX
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Puc. 8.14. [ledekTbl pepMeHTOB MeTabonn3mMa rMKoreHa, NpuBoasLLmne K rMKoreHo3am:
® — docdar; [ — rnokosa

MBIIILIAX, MMOYKaX, JErKUX 1 Apyrux opraHax. B ta6i. 8.1 onucaHbl HEKOTOPbIE TUITbI
[JIMKOT€HO30B, Pa3IMYaloIIMXCsl XapaKTepoM U JJoKalu3aluei s3H3uMonedeKTa.

HauGonee uzyueHa 6ose3Hb [upke (raumkoreHos I tuma), nmpu 3TOoM 3aboseBa-
HMM HapYIIEHO pacllielieHUe ITMKOreHa M3-3a OTCYTCTBUS (pepMeHTa IIF0K030-6-
¢ocdarasbl, CTPYKTypa IJIMKOreHa coxpaHseTcs HopMaiabHoii. CBoOOaHAs INIIOKO3a
He o0Opa3syeTcs, a TIII0K030-6-docdaT OKUCIAETCS 10 JakTaTa. [MmormmKeMus Tpu-
BOJMT K aKTUBALIMM KaTaboJM3Ma XKUPHBIX KUCIOT 1 00pa30BaHNIO KETOHOBBIX TeJI.

TepMuH «rKOTEeHO3» OBIT BriepBhie TTpemoxeH K.M. Kopu u I.'T. Kopu, onn xe
MPEUTOXUIM CUCTEMY HyMepaluy 3TUX 0oJsie3Heit. OnHaKo B HACTOsIIIIee BpeMs Tpe-
00J1a1aeT IeJIEHUE TJIMKOT€HO30B Ha JIBE TPYIIIIbl: eYeHOYHbIe U MbIlLIeYHbIE.

ITeuyenounnie hopMbl INIMKOTEHO30B BEAYT K HAPYLIEHUIO UCTIOJIb30BaAHMS TJIMKO-
reHa Jij1sl oAepXKaHUsl YPOBHS INIIOKO3bl B KpOBU. [T03TOMY OOLIIMM CUMITTOMOM LTSI
HUX SIBJISIETCS TUTIOTIIOKO3eMUS B TTOCTAOCOPOTUBHbBIN MEPUOI.

MblimeyHbie (hopMbI NIMKOT€HO30B XapaKTepU3YIOTCS HapyllIeHUEM B SHEprocHao0-
>KEHUM CKEJIETHBIX MBIIIL. DTU 00JIe3HU MPOSIBSIOTCS MpU (PU3UUECKUX HArpy3Kax
U COIMPOBOXKIAIOTCS OOJIIMU U CyTOPOTraMU B MBIIIIAX, CIA0OCTHIO U OBICTPOI YTOM-
JISIEMOCTBHIO.
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Tabauya 8.1
CTpyKTypHbIe U KJIMHUYECKHE
Tun Bonesnb JledekT hepmenTa PYKTYP
nposBJieHus aedeKTa
| Von Gierke’s [moko030-6-tocdaraza  Tskenast moctabcopOIIMOHHAS TUITO-
(Tupke) IJIMKEMMUS, JIAKTOAIMI03, TUTIE PJIUIIH -
JIEMUS
11 Pompe’s JInzocomanpHas IpaHybl IIMKOTeHa B IM30COMaxX
(IMomme) OL-TJTFOKO31Ia3a
III  Cori’s (Kopmn) Onurocaxapuna-tpaHc-  M3aMeHeHHast CTpyKTypa IIIMKOTeHa,
(epaza TUITOTJIMKEMUSI
IV~ Andersen’s «BeTBsimii» WM3MmeHeHHas CTpYKTypa IJTMKOTeHa
(AHpepceH) depMeHT
Vv McArdle’s MpIeuHas O1J10XKeHMe TJIMKOreHa B MBIIIIIIAX,
(Mak-Apn) dochopunaza CyZIOpOIy Ipy (PU3UUECKOM HAarpy3Ke
VI  Hers’ Dochopunaza meyeHn  [UMOrIMKeMus, HO He TakKas TsoKeJast,
(Xepc) Kak rpu | tme
ArnnkoreHosbl

ArnnkoreHo3 (rukoreno3 0 mo kiaccudukanunm) — 3adojaeBaHre, BOSHUKAIOIIIEEe
B cyvae JedekTa NMMKOTeHCHHTa3bl. B meueHu u qpyrux TkaHsx 00J1bHbIX Hab01a-
eTcsl OYeHb HU3KOE COJepXKaHUE TITMKOTreHa. DTO MPOSIBISIETCS] Pe3KO BBIPAXKEHHOM
TUTTIOTJTIIOKO3eMUEN B TTOCTA0COPOTUBHOM Nepuoae. XapaKTepHbIM CUMIITOMOM SIBJISI-
I0TCSI CYIOPOTH, TIPOSIBIISIONINECST OCOOEHHO TT10 YTpaM. bosie3Hb coBMecTMa ¢ XKU3-
HbBIO, HO OOJIBHBIC IeTH HYKIAIOTCS B YaCTOM KOPMJICHU.

8.6. Katabonunsm rniokosbl

Karabonn3m T1oKo3bI SBISIETCS OCHOBHBIM MOCTABIIUKOM 3HEPTUU IJIsI TIPOLIEeC-
COB XHM3HEACATSIBHOCTH opranu3mMa. [1yTi Kataboam3ma IIToKO3bI IIPeACTaBIeHBI Ha
puc. 8.15.

Aapo6ubiii pacnaz (puc. 8.16) TIIOKO3bl — 3TO MpesenbHoe ee okucieHnue 1o CO,
n H,0. Brot niporiecc, ABIAIOIUIACA OCHOBHBIM ITyTeM KaTaboJIM3Ma ITIOKO3bI Y a3p00-
HBIX OPTaHU3MOB, MOXKET OBITh BBIPAXKEH CIICAYIOIIMM CYMMAapHbIM YypaBHEHUEM:

C(H,,0 + 60, — 6CO, + 6H,0 + 2820 kJIx/MOb.

A3pOOHBII pacmiaj IIOKO3bl BKJIIOYAET HECKOIbKO CTaINiA:

e ad’pOOHBIN INTIUKOJIU3 — MPOLIECC OKUCICHUS TIIOKO3bl ¢ 00pa3oBaHUEM ABYX
MOJIEKYJI IIMPYBaTa;

e OOIIMIf TTyTh KaTabo13Ma, BKIIOYAOIINI MpeBpallleHre MMpyBaTa B alleTHII-
KoA u ero nanbHelilliee oOKMcJieHWe B IUTPATHOM 1LIMKJIe (CM. pasaen 7);
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Puc. 8.15. MNyTn Katabonmsma rioKo3bi:

AdpoGHBII
[ITMKOJTH3
AHadPOOHBII
TJTUKOJTU3

AdpoOHBIH pacnan
I

OOumit myTh
Katabomam3Ma

2 — CTeXroMeTprYecKuii KoapouLmeHT

e 1IeTb MepeHOoca JIEKTPOHOB Ha KUCIOPO/, COMPSKEHHAas C peaklUsIMU JIeTU-
JIPUPOBAaHMUSI, IPOUCXOISIIMMU B IIPOLIECCE paciiaia IIIOKO3bl (CM. pasaen 7);

A3pOOHBIM IIMKOJN30M HA3BIBAIOT MIPOLIECC OKUCIEHUS TTIOKO3BI 10 MMPOBUHO-
rPagHoi KNCIOThI, MPOTEKAIOIINIA B MPUCYTCTBUYU KMCI0POAA. DTOT MPOLIECC COCTAB-
asieT cretduIecKuil A7sl TIIIOKO3bI IMyTh KaTaboin3Mma.

Takum obpazom, a3poOHsIii pacnaj rmoko3sl 10 CO, u H,O BkiItovaeT peakiuu
a3pOOHOTO TJIMKOJIU3a U MOC/eayIollee OKUCIeHEe TMpyBaTa B OOIIUX MYTSIX KaTa-
donusma.

AHa3pOOHBII IMMKOJU3 BKIIOYAET Te XK€ PeakIlNy CIeln(pruIeckoro myTu pacra-
Jia TJI0KO3bI 10 MUPYBaTa, HO C MOCJIEAYIOUIMM MPEeBpalleHUeM MUpyBaTa B JaKTaT
(cM. puc. 8.15), T.e. TepMUHBI «aHAIPOOHBII pacnaa» U «aHAIPOOHDbIH NIMKOIU3» CO-
BIAAAI0T. AHA3POOHBIN IIMKOJIN3 MTPOTEKaeT 0e3 CMOMb30BAHMS KUCTOPO/a, TaK KaK
B OIpeJIeIEHHBIX CUTyallUsiX obecreueHre KICIOPOIOM TKaHel MOXET He COOTBET-
CTBOBATb UX IMOTPEOHOCTSIM.

A3pOo6HDbIN rMMKoONns3

Bce depmMeHThI, KaTaqu3upylollde peakiMM 3TOro mpoilecca, JIOKaaIu30BaHbI
B LIMTO30J1€ KJIETKU.

B aspo6HOM ITMKOJM3e MOXKHO BBIICJIUTH ABa 3Tamna (puc. 8.17).

A. TToaroToBUTENBHBIN 3TAII, B X0JIe KOTOPOT'O ITI0K03a (hochopuinpyercs v pac-
LIETUISIETCS Ha JIBE MOJIeKyJibl (hocdoTpuos. DTa cepusi peakiiuid MpOTEKaeT ¢ UC-
MOJIb30BaHUEeM IBYX MoJieKyil AT®. Ha moarotoBUTEIbHOM 3Tare MpeBpalieHUsIM
MOJBEPraloTCs FTeKCO3bI.
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Puc. 8.16. A>po6Hbiln pacnag rioKo3bl:

1-10 — peakuuy aspobHoOro rukonm3a; 11 — YesIHOUHbIN MexaHM3M TPaHCMopTa Bogopoaa
B MUTOXOHAPUY; (2) — CTEXMOMETPUYECKII KOIPOULIMEHT

B. Dran, comnpstkeHHbrin ¢ cuAaTe30M AT®D. B pesynbrate 310 cepum peakiuii
dochoTprossl MpeBpaliaTcs B MUPYBaT. DHEPrusi, BBICBOOOXIAIOIIASICS HA 3TOM
aTare, UcIojb3yercd misd cuHTe3a 10 moseii AT®. Ha srane npeBpalieHUsIM MO~
BepraroTcs TPHO3bl, a 3aTeM KapOOHOBBIE KUCTOTHI.

XapakTepucTHKA a3pOOHOT0 INIMKOJIM3a:

e OQOJBIIMHCTBO peakiinii 00paTUMO, 3a UCKIIIOYeHreM Tpex (peakuuu 1, 3, 10);

e Bce MeTabOJIUThI HaxXoAsATCs B (hochopuinpoBaHHON hopme;

e HCTOYHUMKaMU (pocdaTHOM rpyImbl B peakLusX PochOpUIMPOBaAHUS SIBJISIIOT-
cs1 ATO (peakuuu 1 u 3) mim Heopranmdeckuit pocdat (peakius 6);

o peredepauusa NAD™' (peakuuu 6, 11), gpisgromasca HEOOXOAUMBIM YCIOBU-
€M TPOTeKaHUsI TIMKOJM3a, MPOMCXOAUT IPU a3pOOHOM TIIMKOJIU3E TOCpPEe-
CTBOM IBIXaTeJbHOU IIeT. B 3TOM ciydae BOIOpOI TPaHCIIOPTUPYETCS B MH-
TOXOH/IPUU C MOMOIUIbIO YETHOYHOTO MeXaHU3Ma IMPU y4aCcTUU MTePEHOCUUKOB.
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6
A I'nrokoza HO-CH,
Hr—O H
T'excoknHaza ®/ ATO JH .
I'mokokuHaza OH H i
\A ALID HO —1 O
H OH
Imok030-6-pocdar ®—0-CH,
Y H . O H
I'mok030-6-docdart- OH H
n3oMepasa ©) HO OH
H OH

'
DpykT030-6-Pochar ®-0-CH, , CH,-OH

~ AT® H HO
DochodpykToknHaza ® H OH

N AJlD OH H
'
®pykTo3o-1,6-6uchocpar ®—0-CH,  CH-0-®
\ H HO
Dpykrozoaudochar- H OH
albJ0J1a3a @ OH T H
anuepanbﬂemz{-&‘-d)ocxbm\> Jurunpoxcuanerongpocdar
o ®
Tpuosodocdar- (F)—0—CH,— CH-C’ (P)—0—CH,— C—CH,0H
u30Mepasa L &
2 Pi .
[nunepanbaeruadpocdar- 2NAD NADH + H*
JIEruIporeHasa @ LI ‘—) AH—:)» 3ATD
2 NADH + H* NAD™
(6]

1,3-Bucdocdormumnepar (2 ¢
docdorauuepar (2) ®—O—CH2ICHC\

H O
Dochoraumepat- 2All0 0 ®
KHHa3a @

2 AT® 0
o 3-Ddocdormumepar (2) @—O—CHZ— (IZH— Q .
ocporauuepar- OH :
MyTaza 0
2-®ocdormuuepar (2) ICHZ— ICH_C\
o
Enonasa OH ¢§
OP»21,0 ® o
Dochoenonmnupysar (2) CH,= (Ij— tof
2 AJID o o
[MupyBarkuHasa
2 AT® 0
Tupysar (2) CHy— E_ C\o»

Puc. 8.17. NocnenoBatenibHOCTb peakLuin adpoOHOro rvKosnm3a:

A — noaroToBUTENbHbIN 3Tan (peakuuu 1-5); b — 3Tan, conpsaMeHHbIn ¢ cuHTe3om AT (peakuun
6-11)
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DTO MPOUCXOIUT IMOTOMY, YTO MeMOpaHa MUTOXOHIPUIl HEIpPOHUIIaeMa s
MIPOTOHOB;

e o0OpasoBaaue AT® TIpy IITUKOIN3e MOKET UATH IBYMSI ITyTSIMU: JTNOO CyoCTpat-
HBIM (pochopunmpoBaHueM, Koraa st pochopunnpoanuss AJID ucnob3y-
€TCsl SHEPTUSI MaKpO3PTUUeCcKoii CBsI3U cyocTpaTa (peakuuu 7, 10), 1ubo myrem
okucauresbHoro gochopmwmpoBanusg AP, CONpSKEHHOTO C IbIXaTeabHOM
Lenbio (peakuuu 6, 11).

OkucneHne ynronnasmarnyeckoro NADH
B MUTOXOHAPWVANbHON AblXaTesIbHOW Lenu.
YenHouHble cucrembl

NADH, obGpa3ytoiuiics Ipy OKUCIEHUN IIuLepaibaerua-3-gocgara B asapod-
HOM TJIMKOJIM3E, ITOABEPraeTcsl OKUCJICHMIO IIyTeM IepeHOca aTOMOB BOIOpPOIA
B MUTOXOHJPHUAJbHYIO JbIXaTeJbHYIO 1ieTib. OaHako uuTo30abHbIE NADH He crio-
cobeH TrepeaaBaTh BOJAOPOJ Ha JbIXaTeJIbHYIO 1Ieb, MTOTOMY UYTO MUTOXOHIpHUAJIb-
Hasi MeMOpaHa IJisl Hero HempoHulaema. IlepeHoc Bogopoaa MporucXoauT ¢ TTOMO-
LIbIO CITeLIMAJIbHBIX CUCTEM, Ha3bIBA€MbIX YEJIHOYHBIMH. B 3TuX cuctemax BOIOpO.I
TPAHCIIOPTUPYETCS Yepe3 MeMOpaHy IIpY yJacTUM Tap CyOCTpaToB, CBSI3aHHBIX CO-
OTBETCTBYIOLINMU JETUAPOreHa3aMM, T.¢. C 00erX CTOPOH MUTOXOHAPHATLHOU MEM-
OpaHbl HaxoAUTCsl cnieuuduueckas neruaporeHasa. MI3BecTHbI Be YEHOUHbBIE CU-
creMbl: TnueposdocdarHas (puc. 8.18) u manar-acmapratHas (puc. 8.19).

ImuuepondgocdaTHass 4yeaHoOUHas cucTeMa paboTaeT B KJIeTKaX OeJIbIX MBIIIII,
nmeyeHr. OJHAKO B KIIETKAX CEPACYHBIX MBIIIL MMTOXOHAPUAIbHAS TJIULIEPOJI-3-

BayTpenusist memOpana

Lurozonn o
MUTOXOHIpUit

[nanepansaerua- + Tnnnepon- AD
NAD F
3-docdar 3-docdar \/_

[\
(98]
B

D) —>2ATO

1,3-Bucdocdo-
riMiepar

N

NADH + H* Jluruapokcu- / \ FADH
2
anetoHpochar

Puc. 8.18. MuuepondochaTHasn yenHouHas cucTema:

1 — rmuuepanbgerup-3-docdataernnporeHasa; 2 — pepykrasa AUrvapokcmaletoHdocdata
(unTO30MbHBIN depmeHT); 3 — rnuuepon-3-pochataervgporeHasa (MUTOXOHAPWANbHBIN dep-
MEHT)
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Inuuepansaern-
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1 2
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MUTOXOHIPU

Puc. 8.19. Manat-acnaptaTtHada YeHOYHaa cuctema:

1 — ravuepanbgerna-3-dpochataernaporeHasa; 2, 3 — OKUCIUTENbHO-BOCCTAHOBUTENIbHAA

peakuus, NpoTeKalowasa B LUTO30/1e; U B MUTOXOHAPUAX B NPOTUBOMOJIOKHbIX HanpaBieHUAX;

4,5 — peakuua TpaHCAaMUHVPOBaHMSA, MPOTEKAIOLLAA B LIUTO30/1E; Y B MUTOXOHAPUAX B MPOTUBO-

MONOXHBIX HAaMpPaBNeHWsAX; 6, 7 — TPaHCI0Ka3bl, 06ecneyrBatoLLme TPAHCMOPT acnapTaTa, ryTa-
MaTa 1 a-KeToryTapara Yyepes MembpaHy MUTOXOHAPUIA

docdatneruaporeHaza OTCyTcTByeT. Bropas yeiHOUHas1 cucTema sIBJIsieTcsl 0ojiee yHU-
BEPCAJIbHOM.

O0e YyeTHOYHbIE CUCTEMBbI CYIIECTBEHHO OTJIMYAIOTCS IO KOJUYECTBY CUHTE-
supoBaHHoro AT®. B nepsoii cucteme P/O paBHO 2, TaKk KaK BOJOPOJ BBOIUTCS
B LITT® Ha ypoBHe KoQ. Bropasi cucrema 6onee aHepreTuuecku 3¢ekTruBHa, Tak
Kak mepenaet Bogopon B LIIID uyepes mutoxoHapuaabHelii NAD' n oTHOIIEHME
P/0O 61u3zko k 3.

BanaHc AT® npu aspo6HOM rnnKkonuse

Ha o6paszoBanue ¢ppykros30-1,6-6uchocdara u3 0gHOI MOJICKYJIBI TITIOKO3bI TPeOy-
etcst 2 MoeKyabl AT® (peaktmst 1 n 3 Ha puc. 8.17). Peakinu, cBsI3aHHBIC ¢ CHHTE30M
AT®, TIpoUCXOIAT TTOCTIe paciiaza TITFOKO3bI Ha IBe (hoC(hOTPHO3HI, T. €. Ha BTOPOM 3Tarre
ravkonu3a. Ha aToM artare npoucxoasr ABe peakluu cydocTpaTHoro ochopuinpoa-
HUSI U cCUHTe3upyeTcs e MoJiekyabl AT® (peakuuu 7 u 10). Kpome Toro, 1 Monekya
rviepanbaerua-3-pocedara geruapupyercs (peakimst 6), a NADH nepenaer Bogopon
B MutoxoHapuanbHyio LII19, roe cuntesnpyercsa Tpu MoJeKyabl AT® myTemM oKuCIN-
TesibHOTO (hocopunmpoBaHus. B nanHom ciyuae kKoiamdyectBo ATP (3 wu 2) 3aBucur
OT THUIIa YeJTHOUHOU cucteMbl. CienoBaTe/IbHO, OKMCIIEHUE 0 MUpyBaTa 1 MOJeKyJibl
rMLepanbaerua-3-gocgarta CONpsKeHO ¢ CUHTE30M NATH MoJieKya AT®. YuurthbiBasl,
YTO U3 TJIIOKO3bI 00pa3yeTcs aBe (ochOTPUO3bl, MOJYYECHHYIO BEJIMUMHY HYXKHO YMHO-
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JKUTh Ha 2 1 3aTeM BbIUeCTb aBe MojieKynbl ATP, 3aTpaueHHbIe Ha TIepBoM aTarie. Takum
00pa3oM, CyMMapHbIii 3(peKT a3poOHOTro TIMKOIM3a cocTaBsieT (5 x 2) — 2 = 8 ATO.

Bbixog AT® npu a3po6HoOM pacnage rioKo3bl
[0 KOHEeYHbIX NPOAYKTOB

B pesynbraTe mmkonn3sa o0OpasyeTcs TUpyBart, KOTOpbI gaiee okuciseTcs go CO,
n H,O B o6miem nytu kaTabonusma. Ternepb MOXHO OLIEHUTb SHEPTETUYECKYIO (-
dexruBHoCTh IuKoym3a 1 OITK, KoTopble BMECTE COCTABIISIIOT IPOLECC a9POOHOT0
pacriajga IJItoKO3bl 0 KOHEUHBIX ITPOAYKTOB (Tao1. 8.2).

Tabauya 8.2
A3poOHBIii pacna NI0K03bl
DTa 25D0GHON0 DACHALA LIIOKO3bI KoanuectBo mMonei KoanyecTBo MoJieii cuH-
P P . ucnoJb30BanHoro ATP Te3upoBaHHOro ATP
. AspoOHBIIt TIUKOIN3
I'moko3a — 2 Ilupysar -2 +10
I1. OxkucnurenbHOE
JIeKapOOKCUIMPOBaHKE TTUpyBaTa
2 (ITupyBat — Anetnii-KoA) +6
1. LluTpaTHbIA UK
2 (Auetun-KoA—CO,+H,0) +24
Cymmaphsriii Beixon ATP mipun +38

OKHUCJIEHUH 1 MOJISI TJIIOKO3bI

Urak, Boixon AT® npu okuciennu 1 moasa rmoko3st 10 CO, u H,O cocrasaser
38 moueit ATD.

B mpotiecce aspo6HOTO pacmanga rIFOKO3bl TPOUCXOAUT 6 peaKInii TeTuAPUPO-
BaHus. OJHA M3 HUX MPOTEKAeT B INIMKOJIM3E M 5 B 00IIeM IMyTH KaTadojm3Ma (CM.
paszaen 6). Cyoctpatamu 1 crienrduyeckux NAD-3aBUCUMBIX JerMAPOreHas sB-
JISTIOTCS TAULepanbaeTua-3-gocdar, mupyBaTt, U30LUATPAT, o.-KETOTJIyTapaT, Maiar.
Kpowme Toro, B aspoOHOM pacnajie IIOKO3bl TTPOTEKAaeT TPU PEaKIUU, COMPSIKEH-
HbIE ¢ cyocTpaTHBIM pochopunupoBanueM AJID (1Be peakny B IITUKOJIKU3€E U OJHA
B LIMTPATHOM LIMKJIE).

AHa3po6HbDbIN pacnag rnoKo3bl (AaHA3PO6HbIN MNKoONN3)

AHa3pO0HBIM IIMKOJU30M Ha3bIBAIOT IMPOLIECC PACUICTUIEHUs TJII0KO3bl ¢ 0Opa-
30BaHMEM B KaueCTBE KOHEUHOTro MPOMAYKTa JiaKTaTa. DTOT Mpolecc MpoTeKaeT oe3
HCTIONb30BaHUS KUCIOPOIA W TIO3TOMY HE 3aBHMCHUT OT pabOThI MUTOXOHIPUATBHOMN
npixatenbHo# nerm. AT® oGpasyercs 3a cueT peakuuii cyocTpaTHOro (ocdoprim-
poBaHusi. CyMMapHoOe ypaBHEHMe Mpoliecca:

CH,,0,+ 2H,PO, + 2ANI® = 2C,H,0, + 2AT® + 2H,0.
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XapaKTepMC'rvu(a peakuynun aH33p06H0r0 rMnKoJinsa

IIpu aHaspoOHOM IIMKOJM3Ee B IIUTO30JI€ MpoTekaioT Bce 10 peakuuii, uaeH-
TUYHBIX a3poOHoMy riukoausy (puc. 8.20). Jlumb peakuus 11, roe mpoucxogut
BOCCTaHOBJIeHME IMpyBaTa UnTo30abHBIM NADH, sBiasgeTcs crenududeckoi mist
aHas’poOHoro rnKonu3a (puc. 8.21). BoccraHoBiaeHMe nMupyBaTa B JJaKTaT KaTajln-
3UpYeT JaKTaTaeruaporenasa (peakuusi ooparumasi u (pepMeHT Ha3BaH IO oOpart-
Holi peakunn). C TOMOIIBIO 3TOM peakiny odecreunsaercs peredepanns NAD ' u3
NADH 6e3 yyacTusi MUTOXOHIPUAJIBLHOM AbIXaTeJIbHOM 1IEIM B CUTyalIMsIX, CBSI3aH-
HBIX C HEJOCTAaTOYHBIM CHAOXEeHMEM KIJIETOK KHUCIopomoM. Poib akiienTopa BOmo-
pona ot NADH (nmomo6HO KUCI0poay B AbIXaTEAbHOM 1IEM1) BBIMOJHSIET MUPYBAaT.
Takum oOpazom, 3HaueHHE peakllMM BOCCTAHOBJIEHUs MUpyBaTa 3aKJIHOYAETCs He

I'mroxo3a
ATD 1
AJlD
i )
ATD 3
AJlD

®pykTo30-1,6-6uchocdar

JlurunpokcuaneToHdocdar

5

I'munepanpneruapocdar
H;5PO, ~ >~ NAD*
NADH + H*
1,3-bucdochornuuepar
AJlD U
ATD a
2
of
b
AJlD

1l \_/

IIupyBar < > JlakTar

Puc. 8.20. AHa3pOGHbIN KO3
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O NADH+H' NAD*
C—O \_ / Cc—0O

#7bT==s -

(¢=0; = (H—C—OH)
CH, JlakraTnernaporenasa CH;

[Tupynar JlakTar

Puc. 8.21. BocctaHoBneHue nypyBaTa B nakTaTt

B 00pa30BaHMU JIAKTaTa, a B TOM, UTO JaHHAs LATO30JIbHAS PeaKUUs 00eCIeunBaeT
pererepaiio NAD™. K ToMy Xe JTaktat He sIBJIsIeTCSI KOHEUHBIM MTPOAYKTOM MeTa-
6osin3Ma, yaaasgeMbIM U3 OpraHu3Ma. DTO BELECTBO BbIBOAUTCS B KPOBb U YTUJIU3U-
pyeTcs, NpeBpallasch B IEYEHU B IIIIOKO3Y, WU IIPU JOCTYITHOCTH KMCJIOPOA Ipe-
BpallaeTCcd B MUPYBaT, KOTOPBII BCTYMAeT B OOILMIA MyTh KaTab0OIN3Ma, OKUCIASACH
no CO, n H,0.

BbanaHc ATO npu aHaspo6HOM rMuKonunse

AHa’pOOHBIN TITMKOJIM3 MO CPABHEHUIO ¢ a3pOOHBIM MeHee 3dekTuBeH. B aToMm
npoiiecce KaTaboau3M 1 MoJis III0KO3bl 0€3 Y4acTHsl MUTOXOHIPUAIBHON JbIXaTeJIb-
HOM IIeTTN COTIPOBOKmaeTcs cuHTe30M 2 Mosieit AT® u 2 mosneii taktara. AT®D obpa3y-
eTcsl 3a CUeT ABYX peakinii cyoctpaTHoro pocchopunupoBanus (peakiuu 7 u 10 Ha puc.
8.20). ITockomabKy Ii110K03a pacrnanaercs Ha ABe (POC(OTPUO3BI, TO C YIETOM CTEXHOME-
TpUYECKOro Koa(duiireHTa, paBHOro 2, KOJIMYeCTBO MOJieil cuHTe3upoBaHHOTO ATMD
paBHO 4. YuutbiBas 2 Mosst AT®, ucrnoab30BaHHbIE HA TIEPBOM dTare IIMKOoJ13a, Mo-
JlydyaeM KOHEUHBIN dHepreTuyeckuit ahpekT npoliecca, paBHbIil 2 Mojisim AT®. Utak,
10 uMTO30JBHBIX (DEPMEHTOB, KATAIUZUPYIOLUMX MPEBPALLIEHUE TIIOKO3bl B MUPYBAT
BMECTE C JIAKTaTACTUAPOTeHA30M, 00eCIeunBaOT B aHa’POOHOM TJIMKOJIM3e CHHTE3
2 moteit ATD (Ha 1 MoJIb ITIOKO3bI) 6€3 yuacTust Kuciaopoaa (tada. 8.3).

Tabauya 8.3
Boixon AT® npu aHA3pOOHOM ITHKO.JIH3€E
Hcnoan3yemas ATD, Cunre3upoBannas ATD,
Peakuuu
MO.JIb MOJIb
Imioko3a — MToK030-6-hocdar —1
®pykro3a-6-pochart —> -1
dbpykro3o-1,6-bocdar
1-bucdochoraunepar — 3-doc- +1x2=2
dorauiepar
dochoeHoNIMPYBAT —> TUPYBAT +1x2=2

Bcero -2 4 —2=2ATD
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3HaueHMne KaTtabonusma rnoKosbl

OcHOBHOE (QU3MOJIOIMYECKOe Ha3zHAUYeHUEe KaTa0ojJr3Ma TJIIOKO3bl 3aK/II0UaeT-
cs B UCIOJIb30BAHUM SHEPTUHM, OCBOOOXIAKOIIEICS B 9TOM TIpoliecce sl CUHTEe3a
ATO.

DHeprus, BeIACIAIONMAsACS B IPOLIECCE MTOJHOTO pacnana roko3sl 1o CO, u H,0,
cocrabiisieT 2880 kJIx/Mousb. Eciin 3Ty BeJIMUMHY CpaBHUTh ¢ BHEPIUEl TMApoIu3a
BbICOKORHepreTuueckux cpsizeii 38 moseit AT® (50 kJIxx Ha mosib AT®), TO moTyuynm:
50 x 38 = 1990 k/I:x, uTo cocTaBisieT 65% OT Bceit SHEPTUU, BBIAESIONIEICS TPU TOJI-
HOM pacIiajie TJII0K03bl. A3pPOOHBII pacria MIIOKO3bl POMCXOIUT BO MHOTMX OpraHax
U TKAHSX U CITYKUT OCHOBHBIM, XOTSI M HE €IUHCTBEHHBIM, UICTOYHUKOM SHEPTUU ISt
KU3HeAesaTeJIbHOCTU. HekoTopble TKaHW HaxomsTCsl B HauOOJIblIEH 3aBUCUMOCTUA OT
KaTaboJIM3Ma III0KO3bl KaK UICTOYHMKA SHepruu. Hampumep, KJIeTK1 Mo3ra pacXoayroT
10 100 r r1oKo3bl B CYTKU, OKUCISISE ee adpoOHBIM myTeM. I1oaToMy HegocTaTouHOe
CHaOXeHMe MO3ra IJIIOKO30i MM TUITOKCUS MPOSBIISIIOTCS CUMIITOMAaMU, CBUICTE b~
CTBYIOIIMMU O HApyILIeHUM (hYHKIUIT MO3Ta (TOJIOBOKPYKEHUSI, CyIOPOTH, TTOTepsI CO-
3HAHUS).

AHa3pOOHBIN pacnaj TIKO3bl MTPOUCXOAUT B MBIIILAX B MEePBble MUHYTHI MbI-
LIEYHOU paboOThl, B 3pUTPOLIMTAX (HET MUTOXOHAPUIT), a TaKKe B pa3HBIX OpraHax
B YCJIOBUSIX OTPAaHUYEHHOTO CHAOXEHUU WX KUCIOPOJOM, B TOM UMCIE B KJIETKaX
omyxoJjeid. s MeTtabonm3Ma KJIE€TOK OITyXoJieil XapaKTepHO YCKOpPeHHMe KakK a’po0-
HOTO, TaK 1 aHa’poOHOro riamkoaun3a. Ho mpeuMyiiecTBeHHbII aHA3pOOHBIN TTUKO-
JIN3 U YBEJIMYEHUE CUHTE3a JIAKTATa SIBJISTIOTCS TIOKA3aTesIeM TTOBBIIIEHHOM CKOPOCTU
JIeJIEHUST KJIETOK MPU HETOCTaTOYHON 00EeCreYeHHOCTH UX CUCTEMOM KPOBEHOCHBIX
COCYJIOB.

Kpome sHepreTuyeckoit (yHKLIMU MPolecC KaTaboamu3mMa TIOKO3bl MOXKET BbI-
MOJIHATh U aHA0oJuYecKHue (YHKIMU. MeTaOoIUThI TJIMKOJIMU3a UCIIOIb3YIOTCS ISt
CHMHTE3a HOBBIX coeauHeHuil. Tak, ¢pykro3o-6-dochar u raMLEpaIbIeruI-3-
¢ocdat yuacTByIOT B 00pa3oBaHUM pr0030-5-pocdaTa — CTPyKTYPHOTO KOMIIOHEH-
Ta HYKJICOTUIOB; 3-docdorimiiepaT MOXKET BKIIFOYATHCS B CUHTE3 aMUHOKMCIIOT, Ta-
KHUX KaK CEpuH, INIMUMH, HUCTeuH (cM. pasfen 9). B meyeHW M XKUPOBOU TKaHU
anetui-KoA, obpasyromuiicss U3 mupyBaTa, UCIOAb3YeTCsl KaK cyocTpart Ipu Ouo-
CMHTE3€ KMPHBIX KMCJIOT, XOJecTeposa, a AUruapokcuaneToHdocdar — Kak cyo-
cTpaT JUIsl CMHTE3a MInLepost-3-docdara (cM. pasaen 9).

Perynaunsa katabonnsma rinoKosbl

[TockobKy OCHOBHOE 3HAaUeHHWE TIMKOIM3a cocTouT B cuHTeze AT®D, ero cko-
POCTb IOJIKHA KOPPEJIMPOBAThCS C 3aTpaTaMU SHEPTUU B OpraHu3Me.

BonbIIMHCTBO peakuuii TIMKOAU3a 00paTUMBbl, 32 UCKJIIOUEHUEM TpeX, KaTaau-
31pPYeMbIX TeKCOKHHA30# (111 ITII0OKOKHHA30i1), hochodpyKTOKHHA30i 1 MUPYyBAT-
KuHa30i. PerynsatopHbie (akTOpbl, U3BMEHSIOIINE CKOPOCTh TJMKOJIM3a, a 3HAUMT,
u obpaszoBanue AT®, HampaBiIeHbBI Ha HeoOpaTnMbIe peakimu. [lokazaTeneM oTpe-
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onennst AT® siBnsiercsa HakoruieHue AJIID n AM®. TMocnegHuit o6pasyercs B peak-
LMK, KaTAIM3UPYEMOii ale HUIATKMHA30M:

2A1D <> AMO + ATO.

Haxe wHeOoabwoin pacxogq AT® Beger K 3aMeTHOMY yBeindyeHuio AMO.
OrtHotreHne ypoBHS AT® k AI® 1 AM® xapakTepusyeT SHEpreTUYeCKUii CTaTyc
KJIETKH, & €T0 COCTaBJISTIONINE CIYXKAT aJUIOCTEPUUECKUMU PEryIaTopaMid CKOPOCTH
Kak o011ero nyTy Kkarabosauama, Tak u mimkosnsa. Ha puc. 8.22 nmokaszaHa ajiioctepu-
yeckKasi peryJysiiiysi CKOpoCTH KaTaboJIM3Ma TTH0KO3bl B CKEJIETHBIX MbILIIIAX.

CyluecTBeHHOE 3HAUeHME ISl PEeTyJIsiiUu [JIMKOJIU3a UMeeT U3MEHEHNE aKTUB-
HocTU (pochodpyKTOKMHA3EI, TOTOMY YTO 3TOT (DEPMEHT, KaK YIIOMUHAJIOCh paHee,
KaTaJIM3UpyeT Haubojee MeUIEHHYIO peakIInio Ipoliecca.

dochodpykroknHaza aktuBupyercss AM®, Ho unrnoupyercst AT®O. AM®D, cps-
3BIBAsICh C AJTOCTEPUUECKUM IIeHTPOM (PochodpyKTOKMHA3EI, YBETUINBAET CPOJI-
CTBO (hepMeHTa K PpyKTO30-6-DocdaTy U MOBLIIIAET CKOPOCTh ero (hochopuinpo-
BaHus. Dpdekr AT® Ha 3TOT pepMEHT — MPUMEP TOMOTPOITHOIO ajUIOCTEpU3Ma,
nockosibky AT® MoxeT B3auMOJeiCTBOBATh KaK € aJUIOCTEPUUYECKUM, TaK U C aKTUB-
HBIM LIEHTPOM, B TIOCJIETHEM ClIyyae Kak CyocTpar.

ITpu dpusnonorndyecknx 3HaueHUSIX ATD akTUBHBIN LEHTP HocHoPPYKTOKM-
Ha3bl Bcerna HachlmeH cyoctpatamu (B ToMm umcie AT®). IToBwlmmeHne ypoBHS
AT® otHOocHuTembHO AJID CHMXKAET CKOPOCTh peakiny, MOCKONbKy AT®d B 3THX
YCIIOBUSIX IEHCTBYET KaK MHTUOUTOP: CBSI3bIBACTCS C aJJIOCTEPUUYECKUM LIEHTPOM
depMeHTa, BbI3bIBACT KOHGMOPMALMOHHBIE MU3MEHEHUS U YMEHbIIAaeT CPOACTBO
K ero cyocrparam.

WUsmeneHue akTUBHOCTU (HOChODPYKTOKMHA3EI CIIOCOOCTBYET perysaluu
cKkopocT (GochOopUIMPOBaHUS TIIOKO3bl TeKCOKMHAa30i. CHIXeHHEe aKTUBHO-
ctr pochodpyKTOKMHA3EI TIPH BEICOKOM ypoBHe AT® BefeT K HaKOTUICHHMIO KaK
dpyKTO30-6-Docdara, Tak U IIIIOK030-6-ocdarTa, a MOCASAHUIA UHTUOUPYET reK-
COKMHa3y. [eKCOKMHa3a BO MHOTUX TKaHSX (32 UCKJIIOYEHUEM T1€YEHU U B-KIETOK
MMOKETYIOYHOM XKeJle3bl) MHIMOUPYETCs TITI0K030-6-hocharom.

ITpu BbIcOKOM ypoBHe AT® cHUKAETCsS CKOPOCTh LIMKJIA JIMMOHHOM KHMCIIOTHI
W IBIXaTeNIbHONM IeTnu. B 3THUX YCIIOBMSX Tpoliece TMKOJIM3a TaKKe 3aMeIsaeTcs.
CrenyeT HalIOMHUTb, YTO ajlocTepuyeckas perysaiuus ¢epmeHtoB OITK u abixa-
TEJIbHOM 1LIeMM TaKXKe CBSI3aHa ¢ UBMEHEHHEM KOHLIEHTpaLUU TaKUX KJTIOUEBBIX MTPO-
nykToB, Kak NADH, AT® u Hekotopsix MetadbosmToB. Tak, NADH, HakaniuBasch
B TOM CJIydae, ec/ii He yCIeBaeT OKMCIUTHCS B IbIXaTeJbHOM e, MHTUOMpPYeT He-
KOTOpBbIE aJUIOCTepUUecKre (hepMEHTHI IUTPATHOIO LUKJIA (CM. pa3nen 7).

dusnosorndyeckas pojb TJIMKOINW3a B MEYeHW W XUPOBOM TKAHU HECKOJIBKO
WHasl, 4eM B APYTHUX TKaHSIX. B TTeyeHN u XX1UpoBOI TKAaHU TIMKOJIN3 B IIEPUOLI TTH-
meBapeHus1 PYHKIMOHUPYET B OCHOBHOM KaK MCTOYHUK CyOCTpaTOB IJIsI CUHTE3a
KUPOB. Perynsgius rimkojus3a B MeYeHW MMEEeT CBOM OCOOEHHOCTH U OyIeT pac-
CMOTpEHa MO3Ke.
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Puc. 8.22. Perynauus katabosim3ma riioko3bl B CKENETHbIX MbILLLIAX
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2,3-6ucdpocornvueparTHbin LUKN

B mIMKOIUMTHYECKOM TTyTH MOXKET MPOTEKaTh MOIMOJHUTENbHAS peakiius, KaTa-
nm3upyemasi oucdocdormmiepaTMyTa3oii, pespaiaiomieii 1,3-6uchocdoramuiepar
B 2,3-oucdochormuepar (2,3-BPI), KoTopslii MOXeT npu ydyactun 2,3-6mcdoc-
dormuepaTdocdarassbl IpeBpalaTbes B 3-pocdorimniepar — MeTabOJIUT IIMKOIN-
3a (puc. 8.23).

i
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Puc. 8.23. O6pa3oBaHue 1 npeBpallyeHme 2,3-6nchocdornmueparta

B 6onbimmHcTBe TKaHel 2,3-b®I 006pa3yeTcsa B HeOONbIIMX KoJinuecTBax. B apu-
TPOIIMTAX STOT METAOOJIUT 00pa3yeTcs B 3HAYUTEIBHBIX KOJIMYECTBAX 1 BEHITIOIHSIET
POJTb AJJTOCTEPUYECKOTO peryisiTopa GyHKIMu reMorioouHa. 2,3-bDI, cBsa3bIBasch
C reMOTJIO0MHOM, MMOHUXAET €ro CPOACTBO K KUCIOPOIY, CITOCOOCTBYET AUCCOLIMALIU
KHCIOpO/a U TIepexoy ero B TKaHu (cM. pasaen 1).

8.7. CuHTe3 rnioKo3bl (rnioKoHeoreHes)

HCKOTOpI)IC TKaH", HaIllpuMEp MO3I, HYXIAIOTCA B ITOCTOAHHOM ITOCTYIUICHUMA
rmoko3sl. Korma TIOCTYIUICHUE YITIEBOAJOB B COCTAaBE IMMIIMW HEAOCTATOYHO, COALCPKa-
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HUE TJII0KO3bl B KPOBU HEKOTOPOE BpeMsI TTOIIePKMBAETCS B TIpee/iax HOPMBI 3a CUeT
paclieIieHus IIMKoreHa B TieueHr. OIHAKO 3aIachl MNIMKOTeHA B TIEYeHU HEBEIUKMU.
OHU 3HAYNTETBFHO YMEHBIIAIOTCS TTociie 6— 10 9 ToTomaHmst 1 TTPaKTUIECKH TTOJTHOCTBIO
HMCUYEPMBIBAIOTCS TOC/Ie CYyTOUYHOIO rojiofaHus. B aToM ciydae B reyeHU HauMHAETCsI
CHUHTE3 IJIIOKO3HI de novo — ritoKoHeoreHes. [NlOKOHeoreHe3 — 3TO Mpolecc CHHTE-
32 IIIOKO3bI U3 BEIIEeCTB HEYINIEBOAHOM Mpupoabl. Ero ocHOBHOI (hyHKIIME SIBISICTCS
MOAJIEPKAaHUE YPOBHS INIIOKO3bl B KPOBU B MEPUOJ JUTUTEILHOTO TOJ0AAHUS U UHTCH-
CUBHBIX (DU3MUECKMX HAarpy30K. [Ipoliecc mpoTekaeT B OCHOBHOM B IICUEHU I MEHEe UH-
TEHCUBHO B KOPKOBOM BeILIECTBE MMOYEK, a TAKXKe B CAM3UCTON 000JIOUKEe KUIIIEYHUKA.
D1H TKaHU MOTYT obecrnieurBarb cuHTe3 80—100 1 Troko3bl B cyTku. Ha goso Mosra
MPpY FOJOJAHUM TTPUXOAUTCS OOJIbIIASI YACTh MOTPEOHOCTU OpraHM3Ma B ITI0K03e. DTO
OOBSICHSIETCS TeM, UTO KJIETKM MO3ra He CIIOCOOHBI B OTJIMYME OT APYIMX TKaHei obe-
CIIeYMBaTh MOTPEOHOCTU B SHEPIUU 32 CUET OKMCIEHUSI JKUPHBIX KUCJIOT (CM. pasien 9).

Kpome Mo3ra B I1I0KO3¢ HY:KIAI0TCI TKAHU U KJIETKU, B KOTOPBIX a3pOOHBINM MyTh
pacnajsa HEeBO3MOXEH WJIM OTpaHWYeH, HAlTpUMeEDP SPUTPOLIUTHI (OHU JIMIIIEHBI MUTO-
XOHJIpUI), KJIETKU CETYaTKU, MO3TOBOIO CJI0S1 HAAMIOYEYHUKOB U JIp.

IlepBUUHBIMU €cyOCTpPaTAMU TJIIOKOHEOTEHEe3a SIBJISIFOTCS JJaKTaT, aMUHOKUCJIOTHI
U rvuepos1. BkitoyeHre 3TUX cyOCTpaToB B ITIOKOHEOTeHEe3 3aBUCUT OT (PU3UOJIOTH -
YeCKOI0 COCTOSIHUSI OpTaHU3Ma.

e JlakTaT gBISICTCSI MPOAYKTOM aHA’poOHOro rinmukojausa. OH obpasyeTcsl Mmpu
JIFOOBIX COCTOSIHUSIX OpraHu3Ma (3pUTPOLIMTHI, padoTarolIe MbILILbI). TakuM
00pa3oM, JIaKTaT UCMOJIb3YETCs B INIIOKOHEOTeHEe3e MOCTOSIHHO.

e [M1epOJ BLICBOOOXIAETCS ITPU TMAPOIN3E KUPOB B KUPOBOM TKAHU B TIEPUO/,
roJIOAAHMS WU TIPU JUTUTEIbHOM (PU3UUECKO Harpy3Ke.

e AMUHOKHUCIOTBI 0O0pa3yloTcs B pe3yjbTaTe pacliaja MbIIIEYHBIX OeKOB
M BKJIIOYAIOTCI B INIIOKOHEOTeHe3 MPU JUIUTEILHOM TOJOJAHUU WIN TIPOAOJI-
SKUTEJIbHOI MBILLIEYHOU paboTe.

Ha puc. 8.24 nmoka3zaHbl MyHKTbI BKJIFOUEHMSI IEPBUUHBIX CYyOCTPATOB B INTIOKOHEO-

reHes.

Peakuuu riokKoHeoreHe3a. BoJbIIMHCTBO peaklMii TJIOKOHEOTeHe3a MpoTeKa-

IOT 3a CYET 00paTMMBIX peakLuil rmKosausa (puc. 8.25, peakuun 9, 8, 7, 6, 5, 4, 2)

['mroko3a

A
A
A

[MupyBar —> Oxcanoanerar— docdoeHonmupysar—» —» —» JluruapokcuaneTondochar

| JlakTat | | AMWHOKHUCIIOTHI |

Puc. 8.24. BknioyeHne cy6CTPaTOB B [IIOKOHEOTEHE3
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Puc. 8.25. [M1nkonus v rnioKoHeoreHes.

DepmeHmeol 06pamumMelx peakyull 2IUKO/IU3A U 2/IloKOHeozeHe3a: 2 — docdornokorzomepasa;

4 — anbponasa; 5 — Tpuosodocdatrizomepasa, 6 — rvuepanbiernabochaTaeryaporeHasa;

7 — dochornuuepaTtkmnHasa; 8 — pochornuuepatmyTasa; 9 — eHonasa. DepmeHmsl Heobpamu-

MbIX peakyuli esitokoHeozeHe3a: 11 — nupyBaTKapbokcunasa; 12 — pocdoeHonnmpyBaTkapboK-

CUKMHa3a; 13 — dpyKTo30-1,6-6McdhocdaTtasa; 14 — rnoKo30-6-pocdatasa. -1l — cybcTpaTHble
LMKbI
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1 KaTaIM3UPYIOTCS TeMu Xe ¢pepmeHTaMu. OMHAKO TpM peaKInK TJIMKOJIN3a TePMO-
IUHAMWYIECKN HeoOpaTUMBI. Ha 3THX cTanmsax peaKkIMy TIIOKOHeOoreHe3a IMPOTeKaloT
JIPYTUMU TTYTSIMH.

Tak, o6pa3oBanme pochoecHONMMUPYBaTa U3 TUPyBaTa IPOUCXOIUT B XOJIE IBYX pe-
akuuii (puc. 8.25, peakuuu 11, 12), mepBast U3 KOTOPBIX MIPOTEKAET B MUTOXOHIPUSIX.
[MupysaTt, 00pa3ylolmniics U3 JakTaTa UM U3 HEKOTOPBIX aMUHOKMCIIOT, TPAHCIIOP-
TUPYETCS B MaTPUKC MUTOXOHIPHUIT M TaM KapOOKCHIMPYETCsT ¢ 0Opa3oBaHUEM OK-
canoarerara. IlupyBaTkapOoKcHiIa3a, KaTaTu3UpyoIIas TaHHYI0 peakInio, — MU-
TOXOHIPUATBHBIN (epMEHT, KOepMEHTOM KOTOPOTO SIBIsTeTcsl OMOTHH. Peakiims
MpoTekaeT ¢ ucnoiibdoBanreM AT®D. OxkcatoalietaT TPaAaHCIIOPTUPYETCS B IIMTO30J1b
1 BKJIIOYAETCS B IJIIOKOHEOTeHe3, MpeBpailasich B hochoeHONMUpyBaT B X0Ae peak-
LMY, KaTajausupyeMoii ¢ocdoenosmupyBaTkapookcuknnazoii — ['TD-3aBUCUMbIM
(epmenTom. HazBaHue hepMeHTa 1aHO MO OOpATHOI peakinu.

[IpeBpamenne nmupyBaTa B PochOCHONMIUPYBAT MPOUCXOIUT C MCITOTH30BaHUEM
JIBYX MOJIEKYJI ¢ MaKpo3pruaecKuMu cBsi3siMu (ATD u ['TD). B mepecuete Ha cUHTE3
OITHOM MOJIEKYJIBI TJTIOKO3bI M3 ABYX MOJIEKYJI MUPYyBaTa pPacXoi COCTABJISIET 2 MOJISI
AT®D u 2 monsg I'TO® v 4 monss AT® (mst ynoObcTBa pacCyXIeHU mpeasaraeTcst
CUYUTATh, YTO BHepro3arpaThbl Ha cuHTe3 AT® u I'TD paBHbI).

Otiierutenue ¢ocdarHoil rpyrmbel U3 (GpykTo30-1,6-0ucdocdara M TIIOKO30-
6-docdaTta KaTaTU3UpyOT (PepMeHTHI PPYyKTO30-1,6-0Mchocdarasa U IIIIOK030-6-
¢ocdarasa, mIociie 4ero CBOOOMHAs TJII0K03a BEIXOAUT U3 KJIETKU B KPOBb.

MTtak, B MIe4eHN CYIIECTBYET YeThIpe (pepMeHTa, KOTOPhIe MPUHUMAIOT Yy9acTHe
TOJIbKO B TJIIOKOHEOTeHEe3€ 1 KaTaIu3UuPyIOT OOXOMHbIe peaklIMM HEOOPaTUMBIX CTa-
JU# TOMKOIM3a. DTO MUpyBaTKapOoKcuiasa, pocdoeHoImupyBaTKApOOKCMKIHA3A,
tdpykro30-1,6-06uchocdarasa 1 nmoko30-6-docdarasa.

DHepreTHYECKMii OalaHC IMIOKOHeoreHe3a u3 mupyBaTa. B xome aToro mpoiiec-
ca pacxomyetcst 6 moseit AT® Ha crHTe3 1 MOJISI TUIFOKO3BI M3 2 MOJIE TTHpyBara.
4 AT® pacxomyeTcsl Ha CTaIuU cUHTe3a (ochOoeHONNUpYBaTa U3 OKcajoaleTaTa
u euie 2 moJieii AT® Ha cragusix oopasoBanus 1,3-oucdocdorimunepara u3 3-poc-
dornuuepara.

CyMMapHBIli pe3y/IbTaT TIIOKOHEOTeHe3a M3 TTMPyBaTa BhIPaXKaeTcsl CASHYIOIIIM
YpaBHEHHEM:

2[Mupysar + 4ATO + 2I'T® + 2(NADH + H') + 4H,0 — [tiokosza + 4AJ1® +
+ 2IA® + 6H,PO,+2NAD™.

CuHTE3 rMI0KOo3bl U3 NaKTaTa

JlakTaT, 0Opa3oBaBIIMiiCSI B MHTEHCUBHO DPAOOTAIOIIMX MBIIILIAX WIU B KJIET-
Kax ¢ Tpeod1afalouM aHa3POOHBIM CIIOCOOOM KaTaboM3Ma III0KO3bl, MTOCTYIAET
B KPOBb, a 3aTeM B IeuyeHb. B meueHu otHoueHne NADH/NAD+ Huxe, yeM B co-
Kpallaoieics MpIIIe, T03TOMY JJAaKTaTAeTUApOreHa3Has peakiius NpoTeKaeT B 00-
paTHOM HalpaBJeHUH, T.€. B CTOPOHY 00Opa3oBaHus NUpyBaTa U3 JakTaTa. Jlanee nu-
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pyBaT BKJIIOYAETCS B ITIOKOHEOTEHE3, a 00pa30BaBILasICs [II0KO03a MOCTYIAET B KPOBb
1 TIOTJIONIAETCS CKEeJIETHBIMU MBIIIIAMU. DTa MOCAEN0BATEIbHOCTh COOBITUI Ha3bI-
BaeTCs III0K030-1aKTATHBIM IUKJIOM, vt Lirkjiom Kopu (puc. 8.26).

Puc. 8.26. Linkn Kopwu (rtoKko30-nakTaTHbIN LXKN):

1— nocTynneHne slaktata 13 c0Kpau.la|ou4e|7|c;| MbILLLIbI C TOKOM KPOBW B MeYeHb; 2 — CUHTE3

rNIOKO3bl U3 NlaKkTaTa B NeyeHu; 3 — nocTynneHne rnoKo3bl U3 NnevYeH C TOKOM KpOBU B pa60Talo-

LY MbILILY; 4 — 1cnosib30BaHMe M0KO3bl, KaK SHepreTnyeckoro cy6CTpaTa; c0Kpau4a}ou.|,el7|c;|
MbILLLEN 1 o6pa3OBaH|/|e JlaKTaTa

IIukn Kopu BeImosHsIET nBe BaxkHelne GyHKIMU: 1 — obecriedynBaeT yTUIU-
3allMI0 JlaKTaTa, 4acThb JaKTaTa UCMOJIb3YeTCs [JIsi CUHTe3a IVIIOKO3bl; 2 — TPeaoT-
BpalllaeT HAaKOTUIEHHUE JJaKTaTa U KaK CJIEACTBUE 3TOro ornacHoe cHuxkeHue pH (1ax-
Toauunos). Jpyrag yacte jakrara okucisgercda nedeHoto 1o CO, u H,0. DHeprusg
OKHCJIEHUS] MOXKET MCIOJIb30BaThcs st cuHTe3a AT®, HE0OXO0AUMOTO TS peakuit
[JIIOKOHEOTeHe3a.

JlakToaunpos

[Tpu runoxkcuu, BOZHUKAIIEH BCJASACTBUE HAPYILIEHUST CHAOXKEHUST TKaHe KKC-
JIOPOJIOM WJIM KPOBbIO, YMeHbIlIaeTcs: akTuBHOCTh [1IK 1 cHUXKaeTcss oKMCIUTE b-
HOe eKapOOKCUIMpPpOBaHKE NMUpyBaTa. B 9THX yCIOBUSIX paBHOBECHE PEaKIIMY MHPY-
BAT <> JIAKTAT CABMHYTO B CTOPOHY OOpa3oBaHus jakTaTa (puc. 8.27). Kpome toro,
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Puc. 8.27. HapylweHvie MeTabosiM3ma nvpyBsata npu nakToaungose:

1 — HapyLleHne ncnosib3oBaHA NrMpyBaTa B MIOKOHEOreHe3e; 2 — HapyLle-
HNe OKNCNeHnA nmpyBaTa

MpYU TUIIOKCUM yMeHbIIaeTcss cuHte3 ATD, uTo, cienoBaTelIbHO, BEJET K CHUXKEHUIO
CKOpOCTH INIIOKOHeoreHe3a. [1oBhllIeHre KOHIIEHTPALIMY JIaKTaTa U CHIDKEHHE BHY-
TpukieTouHoro pH oTpumiatebHO BIMSIET Ha aKTMBHOCTH BCeX (DEPMEHTOB, B TOM
YUCJIe U MMUPYBaTKapOOKCUIa3bl, KaTATM3UPYIOLIEH HaYaJIbHYIO PEAKIIUIO TJTIOKOHEO-
reHesa.

Bo3HUKHOBEHMIO TaKTOALIMA03a TAKXKe CIIOCOOCTBYIOT HAapyIIEeHUs TII0OKOHEOore-
He3a IpH IIeYeHOYHOI HeJOCTaTOUHOCTH pa3InYHOro rmpoucxoxaeHus. Kpome toro,
JTAKTOAUMA030M MOXET COIPOBOXKIATHCS TMIIOBUTAMUHO3 B, Tak Kak IpoM3BOJHOE
3TOT0 BUTAaMMHA — THaMMHIN(OCcGAT BBINOIHSIECT KOPEPMEHTHYIO (DYHKIIMIO B CO-
crase [1J1K mipy OKMCIUTETHLHOM JIeKapOOKCMIMPOBAHWN TTHpyBaTa (CM. paszmen 6).
Heduut TMaMrMHa MOXET BO3HUKATh, HallpUMep, Y aJKOTOJMKOB C HapyIIEHHBIM
PEKMMOM TTUTaHUSI.

BnuaHne 3TaHONa Ha IMIOKOHeOreHes

Mertaboau3m staHosa Ha 90% mpoucxoauT B rieueHu (puc. 8.28).

[IpeBpailieHre 3TaHOJA BKJIOUYaeT ABE peaklUMW AeTMIPUPOBAHUSI ¢ OOpa-
3o0BaHueM aneTua-KoA u ero mocienywoollee OKUCAEHUE B LIMTPATHOM IIMKJIC.
AJIKOTOJIbIErMIpOreHa3a CoAepKUTCSI B OCHOBHOM B rieueHu (95%), a Takke B Ipy-
rux opraHax (Mo3are, Iouykax, Jerkux, KMileuHuke). JI1st okucaeHus: CyTOUHOM HOp-
MBI yrireBogoB (500 r) Tpebyercs Takoe ke KoaudecTBo NAD™, Kak 1 U OKUCIIEHUS
125 r ataHosa. YacTUUHO OKUCJIEHUE 3TaHOJIa MTPOTeKaeT Mo AeiCTBUEM MUKPOCO-
MaJIbHBIX (DepPMEHTOB OKMCJICHUSI.
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B pesynbraTe kataboam3ma 3TaHoOIA
yBeInuuBaeTcss kKoiamdectBo NADH, urto C\%HS_OH
[IPUBOIUT K CMELIEHUIO JIAKTATACTUIPOre- raor
Ha3HOM peaklu B CTOPOHY OOpa3oBaHUs NAD"
JIAKTATa, CHIDKEHUMIO 06pa30BaHUsI MIPYBa- o %’;%rr ?:; o
Ta ¥ 3aMeJIJIEHUIO IJIIOKOHEOoreHe3a. NADH+H*
0
CuHTE3 rMioKo3bl H3C—C//
N3 aMUHOKNCNOT S
AMUHOKMCIIOTBI, KOTOpBIE IPU KaTa- ALleTa/IbIeT N
0oJIM3Me TpeBpallalTcs B IMHMPYBaT WU NAD*
MeTabOJIUThl LUTPATHOIO LIMKJIA, MOIYT AlleTabIeru -
paccMaTpuBaTbCsl  KaK  [TOTEHIMAJbHBIE AU E R NADH + H*
MPEOIICCTBEHHUKN TJIIOKO3bI M [JIUMKO-
reHa M HOCST Ha3BaHKHE IIMKOI€HHbIX. //O
Hampumep, okcanoanieTar, oOpa3yroIImii- HC—C
Cs U3 acmaparkHOBOM KUCIIOTHI, SIBJISIETCS 0
IIPOMEXYTOYHBIM MPOIYKTOM KaK LIMTpaT- Auerar
HOTO LIMKJIA, TaK U IJIIOKOHEOIeHe3a. HS-KoA
W3 Bcex aMMHOKMCIIOT, MOCTYHAOIIMX Auetnn-KoA-
B meuyeHb, npuMepHo 30% npuxoaurcst Ha CuHTCTasa | AT
JIOJIIO aJlaHMHA. DTO OOBSICHSIETCSI TEM, UTO
IPpU  pacCILEIICHUM MBIIIEYHBIX OeJKOB //0
00pa3yroTcs aMUHOKHUCIOTBI, MHOTHME W3 H;C—C
KOTOPBIX TIPEBPAILAIOTCS B IMHUPYBAT WA S—KoA
CHayaja B OKCAJ0AalLEeTaT, a 3aTeM B IIUpY- Anerun-KoA

Bat. [lociemHuii TIpeBpalaeTcsl B ajlaHWH,
proOpeTast aMUHOTPYIIIY OT IPYTUX aMU-
HOKHCJIOT. AJJaHWH M3 MBILILL TIEPEHOCUTCS
KPOBBIO B IeUeHb, TIe CHOBA ITpeodpasyeTcs

Puc. 8.28. MeTabonnsm sTaHona

B MUPYBAT, KOTOPBI YaCTUYHO OKMUC/ISICTCS U YACTUYHO BKJIIOYACTCSI B [JIIOKOHEOIe-
He3. CliemoBaTeNIbHO, CYIIECTBYET CIACAYIONIas TIOCIeIOBAaTeIEHOCTD COOBITHIA, HAa3bI-
BaeMasl III0K030-aJaHUHOBBIM IUKJAOM (puc. 8.29). Bech LMK He NMPUBOIUT K YBe-
JIMYEHHUIO KOJIMYECTBA TIIFOKO3bI B MBIIIIAX, HO OH pelIaeT MpobieMbl TpaHCIIOPTa
aMUHHOTO a30Ta M3 MBIIIII B [IEYeHb U PEIOTBPAIIlaeT JaKTOAI03.

CuHTe3 rKo3sbl U3 rvuuepona

[IMiepoa MOTYT UCITONIB30BaTh TOJILKO T€ TKAHM, B KOTOPBIX UMEETCS (hepMEHT
IMLEPOIKMHA3a, HAIPUMEp TeUeHb, oYK, DToT ATM-3aBrCHUMBI (DepMeHT Ka-
TaJIM3UpPYeT IpeBpalleHre Tnleposa B a-rmuepoadocdar (rmmaepon-3-docdar).
[Tpu BKITFOYeHUY TIULIepoII-3-docdaTa B TIIIOKOHEOTeHE3 TTPOMCXOINUT €TO JeTUAPH-
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Mbima Ileuenn
I'mroko3a < I'moko3a
OIIK<——— [lupysar [MTupyBar —> OIIK
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CO,, H,0, Dueprus CO,, H,O, Dueprus
AJlanuH » AJlaHuH

Puc. 8.29. [M0K030-anaHNHOBbLIN LINKJI

poBanre NAD-3aBUCMMOI IeTrHApOTeHa30l ¢ 00pa3oBaHUEM IMTUAPOKCHAIIETOH-
docpara (puc. 8.30), KOTOpbhIii Aasiee MpeBpalIlacTCs B [IIOKO3Y.

Perynm.wm rNMAKoJIN3a N rNrKoHeoreHesa B ne4eHn

Kpome mapbl MpOTUBOIOJIOXHBIX MPOLIECCOB, CUHTE3a M pacliafga TJIMKOreHa,
B IIEYEHW MOTYT IIPOUCXOIUTH eIlle ABa IMTPOTHBOIOJIOXHO HAIlpaBJICHHBIX ITPOIIEC-
ca — TJWKOJN3 U TIIOKOHeoreHe3. B OONbIIMHCTBE APYTrUX OPraHOB ITPOMCXOIUT
TOJbKO mMKoau3. [lepekitoueHne neyeHu ¢ IIMKo/IM3a Ha TIJIIOKOHEOTreHe3 U 00par-
HO MTPOMCXOJUT C yJaCTUEM UHCYJIMHA U TJIIOKAaroHa v OCYIIECTBISIETCS C TOMOUIBIO:

® QJJTIOCTePUUYECKON Peryasiiui aKTUBHOCTUA (DepMEHTOB;

e KOBaJIeHTHOI MonuduKauuu hepMeHTOB nyTeM dochopuarnpoBanusi/nedoc-

(GopuIMpoOBaHN;

e VHIYKIINH/PEIIPECCUN CHHTE3a KITIOUEBBIX (hePMEHTOB.

PerynaropHble BO3AeiCTBUS HaIIpaBieHB Ha (pepMEHTHI, KaTaIu3upylole He-
o0paTuMble CTAANM NIMKOJHM3a U NIIOKOHEOTeHe3a, COUeTaHWe KOTOPbIX Ha3bIBAIOT
«CyYOCTPATHBIMH» WU «X0JOCTHIMH» IUKJIAMHU.

HasBaHue «cyOcTpaTHBIN» MK 03HaYaeT OObeAMHEHNE peaKlii CUHTE3a U pac-
maga cyocTpara. HazBaHMe «X010CTOi» OTpaxkaeT pe3yabraT paboThl TOI0O0HOTO IIUK-
JIa, 3aKJTI0YAIOIINIicS B 6ecrione3HoM pacxomoBaHnu ATO.

M3MeHeHNe B TMEYEHW NIMKOJMTUYECKOTO HAIpaBJeHUS Ha TIIIOKOHEOTeHE3
1 00paTHO MPOMCXOAUT MPU CMEHE aOCOPOTUBHOTO COCTOSIHUSI HA TTOCTAOCOPTUB-
HO€ WJIM TOJIOAaHUE M OCYIIECTBISICTCS Peryysiueil akTUBHOCTH (hepMEeHTOB, Ka-
TAIM3UPYIOLIMX peaKl1 CyOCTpaTHBIX HUKJIOB, 0003HaueHHbIX Hudpamu I, 11, 111
Ha puc. 8.31.

Hanpapienue peakmum mepBoro CyoCTpPaTHOro HUKJA PETYIMPYeTCs TIaBHBIM
00pa3oM KOHILIEHTpaluel TIoKo3bl. [Ipy muieBapeHUM KOHLIEHTPALMST TITIOKO3bI
B KpoBM ToBbILaeTcs (10 8—10 MMOJIb/11). AKTUBHOCTD IJTIOKOKMHA3bI B 3TUX YCJIOBU -
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Puc. 8.30. [peBpalyeHue rnvuepona B AUrNApOKCUaLLeTOH-

docdat

sIX MaKCMMaJbHa. BeencTBre 3Toro ycKopsieTcsl TAMKOJIUTHIecKas peakius oopa3o-
BaHUs II0K030-6-dochara. Kpome Toro, MHCYJIMH UHAYLUMUPYET CUHTE3 INIIOKOKMHA-
3Bl U YCKOPSIET TEM CaMBIM (pochoprinpoBaHKe TIIIOKO3bI. [10CKOBKY TIIFOKOKMHA3a
TeYeH He MHTHOUPYeTCs TITI0K030-6-(hochaToM (B OTINIKE OT TeKCOKMHA3HI MBIIIIII),
TO OCHOBHas 4acTh TJTIOK030-6-(ocdara B abCOPOTUBHOM MEPHOE HATIPABISICTCS Ha
CHUHTE3 TIIMKOTeHA U MO IJIMKOJIUTUYECKOMY TTYyTH.

HamnpaBieHnne peaknuii BTOPOro cyocTpaTHOr0 HMKJIA 3aBUCHUT OT aKTMBHOCTHU
dochodpykroknHasel n (ocdartazel GpykrTo30-1,6-0uchocdara. AKTUBHOCTH
5THX (GEepMEeHTOB 3aBUCHUT OT KOHIIEHTpauuu (pyKTro3o-2,6-o6ucdocdara. Opyk-
T030-2,6-0ucdochar — 310 MeTaboINT, OOpasylomuiics 3 GpykTo30-6-docdara
U BBIMTOJHSIIOIIMIA TOJBKO PeryasTopHble pyHKun. O6pasoBaHue GpykTo30-2,6-
oucdocdara nyrem dochopuirpoBaHusg GpyKTo30-6-docdara KaTaau3upyeT 0u-
¢ynkuuonanbnblii pepment (B D), KoTOpblil KaTaau3upyeT TakxkKe U 0OpaTHYIO
peakuuio (puc. 8.32).

B peakuum dochopmmmpoBanus GpykTo30-6-docdara ¢ ucroabzoBanueM ATO
(epMeHT MposIBIsiIeT KMHA3HYIO aKTUBHOCTD, a MpU AehochopuiupoBaHUU 00pa3o-
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— — 3 DEryJsiusi akTUBHOCTH TyTeM (ochopunupoBanus (aedocdopunpoBanmst)
--------- » aJUI0CTepUYIECcKast PeryJisiius (aKTUBALIUS — TLUTIOC, MTHTMOMPOBAHUE — MIHYC)

— peryJisius aKTUBHOCTH 110 MEXaHU3MY WHIYKIUY (TUTI0C), peripeccuy (MUHYC)

Pwuc. 8.31. Perynauua rnukonnsa v riloKOHeoreHesa B neyYeHn B 3aBUCMMOCTM OT PUT-
Ma nuTaHus. Ha cxeme ykasaHbl perynatopHble pepMeHTbl IMKONN3a 1 MIoKOHeoreHe-
33, M3MeHALWMe CBOI0 aKTUBHOCTb B 3aBUCMMOCTI OT PUTMa NMUTaHWA:

BUD — 6udyHKUMOHanbHbIN pepmeHT; |, II, Il — cybcTpaTHbIE LnKIbI

BaHHOTO (PYKTO30-2,6-0nchocdara — docharasHyo. DTo 00CTOATETLCTBO U OIIpe-
JIeINI0 Ha3BaHUe (pepMeHTa — OM(PYHKIIMOHAIbHBIN.

Kwunasnag aktuBHOCTE BUD mposiBisieTcst, Korma GpepMeHT HaXOIWTCS B Jie-
docdoprmmposannoit popme (BUD-OH). dedbochopunupobannast popma BUD
XapakTepHa JJ1s1 abcCOpOTUBHOTIO Mepuoa, KOraa MHCYJIUH/TJI0KaroHOBbI MHIEKC



Paspen 8. O6bmeH yrneBoaos 245

Dpyrroso-B-chocdiar
P
EMD-OH = <==wensns e e Eva-E
Hiaxian oAt
AETHEHOCTE BETHEMOCT

dpyrTo3o-2,6-ouctpocdiar
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Puc. 8.33. Perynauna aktnsHoctv bU®

BBICOKMI. B aTOT mepuona KonmndecTBo PppykTo30-2,6-6ucdocdara yBemnanbaeTcs
(puc. 8.33).

[Tpy HU3KOM MHCYJIWH/TJIIOKarOHOBOM MHJIEKCE, XapaKTePHOM IS TIEpUOIa JUTH -
TEJIHHOTO TOJIOHAHMS, TIporcXoauT dochopunupoBanrne bU®, n oH GyHKIIMOHK-
pyeT Kak ¢docdartasza. Pe3ynbraTroM SBIsIETCS CHIDKEHUE KOJIMYeCcTBa (DpyKTO30-2,6-
oucdocdara.

®OpykT030-2,6-0MchochaTa aIoCTEPUUECKN aKTUBUPYET (PochoPpyKTOKMHAZY
(dbepment rukonm3a). [lpu atom GpykTo30-2,6-0MchocdaT CHUXKAET UHTUOUPY-
foree meiictBue AT® Ha 3TOT hepMeHT B aOCOPTUBHOM TIEPHOJIE W TIOBBIIIIAET €TO
CPOJACTBO K (pyKT030-6-(hocdaty. B TO Ke BpeMs dhpykT030-2,6-01chocdat MHIU-
oupyet ppykToso-1,6-6ucdocdarasy (hepMeHT TmoKoHeoreHesa). Mrak, B abcopo-
TUBHOM IIEPUOE YPOBEHb PPYKTO30-2,6-0Kcdocdara MOBBIIIAETCS, YTO TPUBOIUAT
K akTuBaumn GochodpyKTOKMHA3EI M YCKOPEHUIO IIMKOoJu3a (puc. 8.34).
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PpyrTo30-6-phocdar

AT® l BHU®D T

Pi

DocodpyrTokunaza ----> @ Dpyxro30-2.6-Gucdocdar =-- Dpykrozo-1.6-

oucdocdarasa

AllD

®pykro3o-1,6-ouchocdar

Puc. 8.34. Perynaums aktuBHocTu Il cy6cTpaTHOro Lukna ppykroso-2,6-6nodocdarom

PesyiabraToM yMeHBIIEHHMST KOJWYecTBA (PYyKTO30-2,6-0ncdocdara B rmocrad-
COpOTUBHOM Ilepuoze OymeT CHIDKeHMEe aKTUBHOCTU (ochodpyKTOKMHA3ZEI, 3aMe/I-
JIEHV e TJIMKOJIM3a U TIepeKIoUeHUe IIMKOJIM3a Ha TIIIOKOHEOTeHe3.

B perysisiiiny TpeTbhero CyocTpaTHOro MMKJIa OCHOBHAS POJIb MTPUHAMLICKUT TTUPY-
BaTKMHa3e, hochopuarpoBaHHas ¢opMa KOTOpOil HeaKTUBHA, a Jehochopuanpo-
BaHHas — akTuBHa (puc. 8.35).

B nepuon nuieBapeHuss MHCYJIUH akTUBUpPYeT docdonporenHdocdarasy, Ko-
Topas medocdopunrpyeT MUPYBaTKMHA3Y, TEPEBONISI ¢¢ B aKTUBHOE COCTOSTHUE.
Kpome Toro, uHCyIMH B TeYe€HU BAWSET Ha KOJIMYECTBO (DEPMEHTOB, MHIYLIUPYS
CUHTE3 TMUPYBAaTKUHA3bl U pernpeccupysd CUHTE3 (HochoeHONNMMPyBATKAPOOKCUKU -
Has3bl. CiiegoBaTebHO, IMKOJUTHYECKAs peakiys (ocdoeHomupyBaT — mupyBaT
yCKOpPSIETCSI TIPU TTUILIEBAPEHUN. DTa Xe peaklusl 3aMeISIETCS B TTOCTA0COPTUBHOM
COCTOSTHMM TIOA BJIMSIHMEM TJIIOKaroHa, KOTOPBIA oIocpenoBaHHO depe3 HAMD-
3aBUCHUMYIO TIPOTEMHKUHA3Y (hoC(HOpUINpYyeT 1 MHAKTUBUPYET MUPYBAaTKMHA3Y.

[Tpu puTebHOM TOJOJAHUU TJIOKATOH YCKOpsIET TJIOKOHeoTreHe3. DTO J0CTH-
raeTcsli He TOJbKO MyTeM (hochOopUIMpOBaHUSI MUPYBATKUHA3bl U CHUKEHUEM CKO-
POCTU TJMKOJM3a, HO U IMyTEeM MHAYKIIMU CUHTe3a (epMEHTOB IJIIOKOHEOIeHesa:
(dochoeHoMMPYBaTKAPOOKCUKIMHA3KI, PPYKTO30-1,6-01cdocdarassl U NIIOKO30-6-
¢ocdarassl. U3BeCcTHO, UTO IJ1IOKAroH, (pochopuinpys OnocpeaoBaHHO TPAHCKPUII-
LIMOHHBIE (PaKTOPHI, BIUSICT Ha X aKTUBHOCTH M TAKUM 00pa3oM MHAYIIUPYET CUHTE3
9TUX (epMEHTOB IItoKOHeoreHe3a. KpoMe Toro, cuHTe3 ¢hochoeHoamupyBaTKap-
OOKCUMKMHA3bI IPU JJUTEIbHOM FOJIOAAHUN UHAYILIUPYETCS KOPTU30JIOM, OJHAKO 3TO
IPOUCXOINT B PE3YJIBTATE BKIIIOYEHUS IPYroro MexaHu3Ma JeMCTBU, XapaKTepPHOTo
JIJIsI CTEPOMIHBIX TOPMOHOB (CM. pasnelibl 4, 12).

Koopaunamus ckopoctu peakuuu II m III cyOcTpaTHBIX HMKJIOB JOCTUTAaeTCS
¢ moMotibio ¢pykro3o-1,6-o6uchocdara — npomykra Il cydcrpaTHOTO TIMKIIA (TITH-
KOJIMTUYECKOE HaIlpaB/ieHUe), KOTOPBI SIBJISIETCS aJIOCTEPHYECKHMM AKTHBATOPOM
NUpPYBaTKMHA3bI. B mepuos nuileBapeHus BCAEACTBME YCKOPEHUSI HayalbHbBIX CTa-
WA TIIMKOJIM3a KOHILEHTpalms hpykTo30-1,6-6ucdocdara moBbIIIaeTcs, 4T0 Mpu-
BOJMT K AOIOJHUTEIbHOM aKTUBALIMU MMPYyBaTKMHA3bI (cM. puc. 8.31).
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Pwuc. 8.35. Perynauma nmpyBaTK/Ha3bl B NeYeHu

3HayeHne rMnKosnsa B NneYeHn ANA CUHTe3a XXNpoB

OCHOBHBIM 3HaUY€HUEM YCKOPEHMS TJIMKOJIM3a B TIEYEHU B TIEPUO TTHILIEBAPEHUS
SIBJISIETCSI OOpa3oBaHUe TUruapoKcualeToHpocdaTa u aneTi-KoA — MCXOTHbBIX Be-
IIECTB 1T CHHTE3a JKUpa.

B abcopoTuBHOM niepuoae [ K Haxonutcs B iedpochopuanpoBaHHOM (AKTUBHOM )
dopme, ciegoBaTesbHO, I1eKapOOKCUIMPOBaHUE NMUpyBaTa ycKopsieTcst. Obpasyemblit
areTua- KoA ncrnosb3yercss B OCHOBHOM IBYMSI MyTSIMU: TSI CUHTE3a KUPHBIX KUCTOT
1 B LIUTPATHOM LIMKJIe. B mepuom muieBapeHus: yCKOpsieTcs: 00pa3oBaHue alleTHI-
KoA m ero ncnonb30BaHme M1 CUHTE3a XXUPHBIX KMUCIIOT. HeoOXomuMBbIit Ut cuHTe3a
XUpa o-TuieposipocdaT obpasyeTcss B peaKIIMi BOCCTAHOBIICHHS U3 TUTHUIPOKCHA-
neroHdocdara (puc. 8.36). [NoapoOHO 3TOT Mpoliecc paccMaTpuBaeTcs B paszaeiie 9.

AnnocrepmquKaﬂ perynaymna a3p06Horo pacnaa rNioKosbl
N NIOKOHeOoreHesa B neYeHn sHepreTu4yeCKMmM CtatyCcomM KJieTkun

AJ1ocTepuyecKast perysisiiiusi CKOpOCTH [IMKOJIM3a, 3aBUCUMAast OT U3MEHEHUSI CO-
otHotmreHUsT AT®/A1D, HampaBiieHa Ha M3MEHEHNE CKOPOCTH MCIIOJIb30BaHUS TITIO-
KO3BI HEMTOCPENCTBEHHO KileTKaMu TiedueHu (puc. 8.37). [roko3a B KJIeTKaxX TMeYeH!
HCTIOJIb3YETCS He TOJIBKO JIJISI CMHTE3a TJIMKOTeHa U JKMPOB, HO TAKXKe M KaK HCTOYHUK
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Pwuc. 8.36. CnHTe3 XMpa 13 yrneBoaos:

1 — OKMCNIEHNE FOKO3bI A0 NUPYBaTa U OKUCIUTENbHOE AeKapOOKCUNMPOBaHe NMPyBaTa Npu-

BOAAT K 06pa3oBaHuio auetun-KoA; 2 — auetun-KoA aBnaetcs cTpouTesibHbIM 610KOM A5 CUH-

Te3a >KUPHbIX KUCNOT; 3 — >KUPHbIe KNCOTbI 1 o-rnuepondocdat, 06pasyomnincsa B peakLmm
BOCCTaHOBNEHNA AUrMapoKcunaLetoHdocdaTta, yHacTBYIOT B CUHTE3€e TPUALUATINLLEPONOB

Lmoko3a

l

leyKTo3o 6-tbochar

NADH
ATO

AMO ——>

\J

®pykT030-1, 6 ouchocdar

tl)ocq)oeﬂonnupyBaT
© \
NADH >

AT OxkcanoaueraT
ITupysar _4
(© uHTrUbUpoBaHue l o™, e
® akTuBaLusI OO6wmii myTh
KaTabonunsma

Pwc. 8.37. Perynﬂu,vm a:-)po6Horo FMNKON3a N MNIKOHeOoreHe3a B nNeYeHn asHepreTnye-
CKM 3apAOoM KNeTKn
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sHepruu st cuHTe3a AT®. OcHoBHBIMU TToTpeOuTesIMU AT® B renaToMATax SIBIsI-
IOTCS TIPOIIECCHl TPAaHCMEMOPaHHOTO TIepeHoca BEeIIeCTB, CUHTe3 O0eTKOB, TIIMKOTeHa,
KUPOB, TMOKOHeoreHe3. OT ckopocTH yrmm3annu AT® B 3TUX Ipolieccax 3aBUCUT
ckopocTb ero cuHTe3a. ATD, AJID u AM®, a takke NAD* 1 NADH asnsrorca ayuio-
cTepuyeckuMu 3 GeKTopaMu HEKOTOPBIX TNIMKOJIUTUYECKUX (hepMEeHTOB U hepMeH-
TOB TJIIOKOHeoreHe3a. B yvactHocTn, AM® akrtuBupyeT HochodpyKTOKMHA3Y U MH-
ruoupyer Gpykro3o-1,6-6uchocdarazy. AT® u NADH unruoupyor nupyBaTkirHasy,
a AJI® akTuBMpYyeT NUpyBaTKapookcunasy (cM. puc. 8.33).

CregoBaTenbHO, MpH ycuJieHUU pacxomoBaHust AT® m CHIKEHUW ero KOHIIEH-
Tpalny ¢ OMHOBPEMEHHBIM yBeIMYeHUeM KoHIeHTpauun AM® akTUBHPYIOTCS TIIH-
Kosnu3 1 obpazoBaHue ATD, a roKoOHeoreHes3 Mpu 3ToM 3ameisietcss. Kpome Toro,
ot cootHotuieHus: ATO/AND®, AM® u NAD/NADH 3aBucut cKOpoCTh peakiiuii
o01ero myTu Kataboiuama (cM. pasnei 7).

Perynauusa cogep»kaHus rnoKo3sbl B KpOBU

PesynbraTom perynsiiuy MetadoJnuecKux nyTeit mpeBpalieHus TI0KO3bI SBIseT-
CsI TOCTOSTHCTBO KOHLIEHTPALUU TJII0OKO3bI B KPOBU.

KoHnuenTpauus nioKo3bl B apTepuabHONM KPOBU B TEUEHUE CYTOK MOAIEPKUBACT-
¢s1 Ha roctosiHHOM ypoBHE 60—100 mr/ma (3,3—5,5 mmoas/n). [Tocne npuema yrie-
BOJHOI MUIIM YPOBEHb [NIFOKO3bl BO3PACTAET B TeueHHe npuMepHo 1 4 mo 150 mr/min
(=8 MmMob/N1, alMMEHTapHasl TUIIePIJIIOKO3eMUsI), a 3aTeM BO3BpAIllaeTCs K HOpMaJsib-
HOMY ypoBHIO (ImpuMepHO depe3 2 4). Ha puc. 8.38 npencrasieH rpadpuk nu3mMeHeHUI
KOHLIEHTPAILIMH TJII0KO3bI B KPOBU B TEUEHUE CYTOK MPU TPEXPa30BOM MpUEMe MUIIIN.

Fnokoza, mrion

160 =
140
120 —
B T
w004 & &/ “—
80 4
60 —
] 112 ::l_~ ;*Iu:'n zlt : s Yacw
t 1 1

Puc. 8.38. 13meHeHune KOHUEHTPaUnn riKo3bl B KOOBU B TEYEHNE CYTOK:

A-b — nepwuop nuweBapeHus; B, I — nocTabcop6TUBHDBIN Neprof, CTPENKON YKa3aHO Bpems
npriema nuLu, NyHKTUPOM NoKa3aHa HopManbHasA KOHLIEHTPaLMA F0KO3bl
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s IpeoTBpaleHusT Ype3MEePHOTO TOBBIIIIEHNST KOHIIEHTPAIIMU TJIIOKO3BI B KPO-
BM NpPHW NMHIIEBAPEHNWN OCHOBHOE 3HAYCHUE MMEET ITOTpeOJieHWEe TIIIOKO3HbI TTeYeHBIO
1 MBITIIIAMU, B MEHBIIIE Mepe — KMPOBOU TKaHbI0. CllenyeT HallOMHUTB, 4TO OoJiee
MMOJIOBUHBI Beell NTIoKo3kI (60%), mocTynaromeil U3 KUIIeUHUKa B BODOTHYIO BEHY, ITO-
rjonaeTcs neyeHnro. OKoJjio 2/3 3Toro KoJMyecTBa OTKIaAbIBAeTCs B IieueHU B (hopme
TJIMKOTeHa, OCTaIbHAsT YaCTh IIPeBpaIaeTCs B KUPBI ¥ OKUCIISIETCS, 00ecTieunBast CUH-
Te3 AT®. YckopeHue 3THX TTPOLIECCOB MHUIIUUPYETCS TTOBBIIIIEHNEM HHCYJIMH-TITIOKA-
TOHOBOTO MHAeKca. JIpyras yacThb TIIOKO3bl, TOCTYMAIOIICH U3 KUIIIEYHUKA, ITOTaaaeT
B 001LIMIT KpOBOTOK. [IpriMepHO 2/3 3TOro KoJIM4ecTBa MOTIOIAETCS MBILILIAMU U KU -
POBOI1 TKaHbIO. DTO OOYCIOBIEHO YBEJIMYEHUEM IIPOHUIIAEMOCT MEMOpaH MbIIIeY-
HBIX ¥ JKUPOBBIX KJIETOK [UTS TIIFOKO3BI IO BIMSTHAEM BBICOKOM KOHIIEHTpAIIUU MHCY-
sHa. [J1oK03a B MBIIIIIAX OTKJIaALIBAeTCS B (DOPME TIIMKOTEHA, a B XKUPOBBIX KIIETKAX
TpeBparaeTcs B KUpBl. OCTaTbHas YacTh TIIOKO3HBI OOIIETO KPOBOTOKA TTOTJIOMIACTCS
JIPYTUMU KIIETKaMU (MHCYTMHHE3aBUCUMBIMMU).

[TIpn HOpMaJbHOM PUTME MHTAHKMS W COATTAHCHMPOBAHHOM pPAallMOHE KOHIIEHTpPa-
LM TJTIOKO3bI B KPOBM M CHAaOXXEHME TITIOKO301 BCEX OPraHOB IMOIIEPKUBAETCS TIaB-
HbIM 00pa3oM 3a CUeT CUHTe3a M pacrana IJIMKoreHa. JIMiib K KOHIy HOYHOTO CHa,
T.€. K KOHILYy CaMOTO OOJIBILIOTO MepephiBa MEXKIy TPUeMaMu MUIIU, MOKET HECKOJIbKO
YBEJIMIUTHCS POJIh TIIIOKOHEOTreHe3a.

Kak B mepmon mokos, Tak ¥ BO BpeMs MPOAOJKATEIbHON (PU3NIECKOH PadOTHI
CHavaja MCTOYHUKOM TJIFOKO3BI TSI MBI CTY>KHUT TIMKOTEH, 3allaCeHHBIN B CAMMX
MBIIIIIAX, a 3aTeM IJII0K03a KpoBu. M3BecTtHO, uTo 100 I rMKoreHa MOTyT 00€CIIeUnTh
Oer mMpuMepHO B TeUeHMe 15 MUHYT, a 3aItachkl NIMKOTeHa B MBITIIIAX TTOC]e IIpreMa
YIJI€BOAHOM MUK MOTYT cocTaBisiTh 200—300 .

MTak, n3j10XKeHHbIe CBeICHUS TTO3BOJISTIOT CIeIaTh BBIBOJ O TOM, YTO KOOPIMHA-
LIMST CKOPOCTEe IJIMKOJIN3a, TII0OKOHEOoTeHe3a, CUHTEe3a U paclaja INIMKoreHa ¢ ydya-
CTHMEM TOPMOHOB O0ECIIeYnBaeT:

e TIpenoTBpalleHNe Ype3MEePHOTO MOBBIIIEHNUS KOHIIEHTPAIIUK TTI0OKO3bI B KPOBU

ocJie mpreMa IIIIu;

e 3amacaHMe TJIMKOTeHAa 1 ero MCITOIb30BaHME B IIPOMEXYTKAX MEXIY ITpUeMaMu

TN

e CHaOXeHUe TIFOKO30#1 MBIIII, TOTPEOHOCTh KOTOPBIX B SHEPTUU OBICTPO BO3-

pacTaeT IIpy MBITIIEYHOM paborTe;

e CHaOXeHUe TITIOK030M KJIETOK, KOTOPBIE TTPY TOJIONaHUH B KAYeCTBE MCTOYHM-

Ka DHEePIruu UCIOJb3YIOT MPEUMYIIECTBEHHO IJII0KO3Y (HEpBHBIE KJIETKU, IPU-
TPOIIUTHI, MO3TOBOE BEIIECTBO MTOYEK, CEMEHHUKH).

8.8. MeHTO30¢0CPaTHBIN NYTb NpEeBpPaALLEHUA MIOKO3bI

Ilento3odocharubiii nyTs (hochoraioKOHATHBIM) — ajdbTepHATUBHBINA TYThb
OKMCJIEHUSI TITI0K030-6-(ocdaTa. [IeHTO30(h0oChaTHBINM ITyTh COCTOMT U3 IBYX 3TAIIOB
(Jacreif): OKMCIUTEILHOTO M HEOKUCIIUTEIHLHOTO.
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ITenTo3odocdaTHblii TyTh OOECIIEUMBAET KIETKHA pUO030ii WISl CUHTE3a ITyPHUHO-
BBIX Y MMPUMHUANHOBBIX HYKJICOTUAOB 1 ruapupoBaHHBIM KopepmeHToM NADPH,
KOTOPbI MCIOJIb3YeTCSl B BOCCTAHOBUTEIbHBIX MPOLIECCaXx.

®depMeHTHI TeHT030(P0CHaTHOTO TYTH JIOKAIIM30BAaHbI B IIUTO30J1E.

Haubonee akTuBHO neHTO30(hochaTHbIN YTk MPOTEKAeT B OpraHax, rae Mpouc-
XOIUT CUHTE3 JIUMUA0B, — KUPOBOI TKaHU, MIEYEHH, KOPE HAAIIOYEYHUKOB, 9PUTPO-
LIMTaX, MOJIOUHO XeJie3e B epruo/l JaKTallui, CEeMEHHUKAX.

OKuncnuTenbHbIN 3Tan

B okucauTebHOM YacTy eHT030(ocdaTHOro NyTH MIII0K030-6-hocdar noasep-
raercs geruapuposannio NADP'-3aBrcuMbIMY IErMAPOreHa3aMu U 1EKApOOKCUIT -
POBaHUIO, B pe3yJibTaTe KOTOPOro 00pa3yroTcs MeHTO3bI (puc. 8.39).

Peakiiuy oKuUCIUTEIBHOIO 3Tama SBJSIOTCS OCHOBHBIM McTouHMKOM NADPH
B kietkax. NADPH kak noHop Bojgopoja y4acTBYeT B aHA0OJMUYECKUX Tpoleccax,
HampuMep B cuHTe3e xojiecteposa (cMm. pasnen 9). NADPH — ucrouHuk BoccTaHO-

i H\ //O i iﬁ
e C
""" 1 [mrokx030-6-(ocdat- |y’
H—C—OH JIeruporeHasa H—C—OH |
HO—C—H NADP+ NADPH + H* HO—C—H i [ 1IOKOHOIaKTOH-
H—C—OH 7 H—C—OH| | | ruApaTasa
H—C—OH 2+ 2+ H—C— /Y
? 0) Mg“" umu Ca ? H,0
H,C—OPO3H, H,C—OPO3H,
['1r0K030-6-pocdar I'mtokoHONakTOH-6-hochaT
CE
EL 1C—OH_; 6-DocdoraokoHat- CH,OH
H—C—OH JeTHApOreHasa to
HO (|: " NADP" NADPH + H*
| i . H—(ll—OH
H—C—OH N H—C—OH
H—C—OH CO, H,C—OPO;H,
H,C—OPO3H,
6-®ocdormokoHar Pubyno3o-5-dochar

Puc. 8.39. OkncnutenbHbI 3Tan neHT030$pochaTHOro nyTu.

OKUCIMTENbHDBIV 3Tan BKOYaET ABe peakuunn AernaprupoBaHns. Bo BTOPOI 13 3TUX peakuuii oa-
HOBPEMEHHO MPOUCXOAUT AEKAPOOKCMIMPOBAHUE, YINepoAHasa YacTb yKOpaunBaeTca Ha OfuH
aToOM Yrniepofa, Noy4atTcA NeHTO3bl U BOCCTaHOBNEHHbI NADP
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BUTEJIbHBIX 3KBUBAJICHTOB ISl LuToxpoma P450, KaTanusupymoollero oopa3oBaHue
THIPOKCUIBHBIX TPYIII TPA CUHTE3€ CTEPOMIHBIX TOPMOHOB, SKEITYHBIX KHUCIIOT, TIPH
KaTaboJM3Me JIeKApCTBEHHbBIX BEIIECTB M IPYIUX YyKEPOIHBIX COeAMHEHU (CM. pa3-
nenbl 9, 11, 12). Beicokas akTMBHOCTh (hepMeHTa ITI0OK030-6-(hochaTaerniporeHas3bl
oOHapyxeHa B (aroluTupyloiux Jeiikouutax, rae NADPH-okcunasa ucnonb3yer
BoccTaHoBineHHBIT NADPH 17151 o6pa3oBaHust CyIIepoOKCHUAHOTO MOHA U3 MOJIEKYJISIP-
Horo kuciopona. CyrepoKCUAHbI MOH o0pasyeT Ipyrue akTUBHbIE (hOPMbI KUCJIO-
pona, 1moa AeiCTBUEM KOTOPBIX U moBpexaatoTcst Mmonekybl JIHK, 6enkoB, nununos
OakTepualbHBIX KJIeTOK. CUHTE3 XUPHBIX KUCIOT U3 YIJIEBOJOB B MEUEHU SIBIISICTCS
ocHOBHBIM nyTeM yruimnszauuu NADPH u obGecrnieunBaeT pereHepanunio OKUCIeHHON
dopmer NADP*. B medenn nmoko3o-6-gocdarmaernaporeHasa UHAYLUPYETC TPU
YBEJIMYEHUM COOTHOIIIEHMSI MHCYJIMH/TJIIOKAroH Mocje npuemMa 6oratoii yriaeBoaamu
TTUILIN.

Oo6pazoBanue NADPH perynupyercs Takxke Mo MexaHU3My OTpUIIATEIbHON 00-
patHo#t cBsas3u. Imoko3o-6-dochatmernaporenasa naruoupyercss NADPH. Takum
o0pazoM, ckopocTb cuHTe3a NADPH cooTBeTCTBYeT CKOPOCTH €TI0 MCIOJb30BaHUsI
B KJIETKE.

Hecmotpst Ha To uTo NADPH o00pa3syercst Takke Ipy OKUCICHUU Majiata (Ipu
yyactu NADP*-3aBucrMOil MaaTaeruaporeHasbl) U JIerHApUPOBaHIs U30LMTPATa
(iput yaactut NADP™ -3aBHCHMOIT M30LIUTPATIETHAPOTE€HA3H]), B GOIBIIMHCTBE CITY-
yaeB MOTPEOHOCTU KJIETOK B BOCCTAHOBUTEJbHBIX 3KBUBAJEHTAX YIOBICTBOPSIIOTCS
3a cyeT NeHT030¢oc(aTHOro MyTH.

HeokncnurenbHbin 3Tan

HeoxkucaurenbHblii 3TaN MeHT030(0Cc(haTHOTO TMYTH BKIIIOYACT CEPUIO 00PATHMBIX
peaKk1Inii, B pe3yJibTaTe KOTOPBIX puby1030-5-docdar obpasyercs u3 hpykTo30-6-doc-
(atau rmunepanbaerua-3-docdara. B aTux mpeBpalieHUSIX TpUHUMAIOT ydacTue dep-
MEHTBI: IMUMepa3a, u3oMepasa, TPAaHCKeToJ1a3a ¥ TpaHcaabao0aa3a. TpaHckeToa3a
B KauecTBe KodepMeHTa UCIoab3yeT TMaMuHaudochar. HeokucauTeabHblil aTan
MMeHT030(0CchaTHOTO IMyTH He BKIIIOYAET PeaKInK ACTUAPUPOBAHMS U TTIOITOMY MC-
OJIB3YeTCs TOJBKO JIJIsI CUHTe3a IeHTo3 (puc. 8.40).

HMcxonHbIMM BellleCTBAMU HEOKMCIUTEIBLHOIO 3Tafa SIBISIOTCS TSTh MOJEKYJ
dpykro30-6-bochara, B cymme comepxkaiiue 30 yriaepogHbix atoMoB. KoHedHbIi
MIPOMYKT peakIIni — IIeCTb MOJIEKYJT prnb030-5-ocdara, B CyMMe TaKKe CoIaepKaT
30 ymrepomublx aToMoB. ITocKoNbKY McXomHBIe BemmecTBa ((ppyKTo3o-6-docdar)
B CBOIO ouepeb 00pa3yloTcs M3 TITI0KO3bI, MOXKHO CKa3aTh, UTO B 3TOM IIpOLIecce MATh
MOJIEKYJI TJTIOKO3bI IPEBPAIIAIOTCS B IIECTh MOJIEKYJI TIEHTO3bI.

Bce peakumm HEOKMCIWTEILHOTO TIYTH OOpa3oBaHMWSI ITIEHTO3 OOpaTUMBL.
CrrenoBaTeIbHO, MOXHO TIPEACTaBUTH MPOIIECC, B KOTOPOM IIECTh MOJIEKYIT TIEHTO3
MIPEeBPAIIAIOTCS B ISATh MOJIEKYJT TJIOKO3bI, T.€. TTYTh BO3BpAllleH!s TIEHTO3 B (hOHI
rekco3. OTUM COCOOOM MOTYT YTUIM3UPOBATHCS MEHTO3BI.
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Puc. 8.40. HeokncnntenbHbI 3Tan neHTo30¢pochaTHOro nyTu:
2 — ctexuomeTpuyeckuin KoadpdpumumeHt; ® — pocdart; C;-C; — KONMUECTBO YriepoaHbIX aTOMOB

Hexoropbie MeTabOIUTHl HEOKUCIUTEILHOTO MYTU SIBJSIOTCS TakXke U MeTabo-
JINTaMU TJMKoaun3a. M3 aToro cienyet, yTo 06a MyTH TECHO CBSI3aHBI M B 3aBUCUMO-
CTH OT TTOTPEOHOCTHU KJIETKM BO3MOXHBI TIEPEKIIOUEHUST C OMHOTO MYTH Ha APYTOiA.
ITpu cbanancupoBanHoii norpedoHocT B NADPH 1 neHTO3aX B KjleTKe MPOUCXOAUT
OKHUCJIUTENIbHBIN MyTh CUHTe3a MeHTo3. Eciu moTpeOHOCTH B MEHTO3aX MPEeBbIIIAIOT
notpedHoctu B NADPH, 1O 006pa3zoBaHue prub030-5-¢ocaTa MOXKET IPOUCXOAUTD
13 METaOOJINTOB [NINKOJIN3a — (PPYKT030-6-hocdara 1 ruLepaibaerua-3-gocdarta.
B cnydae eciu NADPH HeoOxoauM B 00JbIIeH CTENEHU, YeM TTEHTO3bI, TO BO3-
MOXKHBI 1B BapUaHTA:
1) TIpy BBICOKOM 3HEPreTUYECKOM CTaTyce KIETKM M3IMILIKM IIEHTO3 IIyTeM o0part-
HBIX peaklWii HEOKUCIUTEILHOTO MyTH TIpeBpalialoTcst B (ppyKTo30-6-docdat
U muuepoanbaeruadocdart, U3 KOTOphIX B Ipoliecce ITI0KOHeoreHe3a oopa3yeT-
Cs1 TITI0KO034;

2) TIp¥ HU3KOM 3HEPTeTUIECKOM CTaTyce KJIETKU M3 TIEHTO3 TaKKe 00pa3yroTcs
mLepoanbaernadocdar u Gpykrozo-6-docdat, KoTopble 3aTEM BKIIIOYA-
10TCS B TJIMKOJIU3.

MNeHTOo30d0oCchaTHBbIN LKA

OKXUCIUTENBHBIN 3Tal O6p330BaHI/IH MEHTO3 U HEOKUCIUTEbHbBIN 3Tall (HYTI) BO3-
Bpalll€HHW IICHTO3 B FeKCOBbI) COCTAaBJISIOT BMECTE IUKJIUYECKHUI npoiecc.
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I12NADP* 12NADPH 6CO,

6 rmoko3a (36 C) ———> \_/1 ——> 6 pubynoso-5-docdar (30 C)
A OKucaumensHwlii nymo :

/ i HeokucaumenvHhbiil nymo

1 roko3a V
(6 C) 5 rmoko3a (30 C)

Takoit mporiecc MOXKHO OIHMCaTh OOIIMM YpaBHEHHUEM:

6 roKo30-6-docdar + 12 NADP* + 2 H,0 — 5 moko30-6-docdar +
+ 12 NADPH + 12 H* + 6CO,.

DTO 03HayaeT, YTO M3 IIECTU MOJEKYJ IJIIOKO3bl 00pa3yloTCsl ILIECTb MOJIEKYJ
puOyno30-5-docdart (neHTo3sl) u mectb MoJekys CO,. DepMeHTb HEOKUCIUTETBHOMI
(hasbl mpeBpallaloT ECTh MOJEKYJ pudya030-5-(ocdar B MATh MOJEKYJ TITHOKO3bI
(rekcosbl). [Ipu mocienoBaTebHOM MPOBEACHUM ITUX PeaKlUil eAMHCTBEHHbBIM I10-
JIe3HbIM TTpoayKToM siBiisieTcss NADPH, oOpasytoiuiicst B OKUCIUTENbHOM (ha3e MeH-
To30(ocharHoro nmytu. Takoii Ipoliecc Ha3bIBaeTCsl MeHT030(oC(haTHBIM IUKJIOM.

ITporekaHue mneHTo30(gocaTHOro LMKIA TMO3BOJSET KJIETKaM MPOAYLUPOBATh
NADPH, HeoOxoauMBblii IJ11 CUHTE3a XKUPOB, HEe HaKaIUIMBasl IIEHTO3bI.

DedekT riokKoso-6-pochatgerngporeHasbl B SpuTpoLmTax

HedepmenTtatusHoe oxucaenue remornoouna (Fe?t) B merremorno6oun (Fe*')
MPUBOAUT K OTHOJIEKTPOHHOMY BOCCTAHOBJIEHUIO KUCIOPOIa U MOSIBICHUIO CyIie-
pokcuaa O, KOTOPBIii CIyKUT MPeIIIeCTBEHHUKOM APYIUX aKTUBHBIX (POPM KHC-
Jopoga: nepokcuaa sogopona H,O, u ruapoxcnnbHoro panukana OH™. AKTHBHBIE
(opMBI KHICITOpOIA SBISIOTCS CUIBHENIITUMU OKMCITUTEISIMHI U TIO3TOMY CITIOCOOHBI
BBI3bIBATh Ce€pbe3Hble MoBpexaeHus Mojekya JJTHK, 6e1koB, HeHaChIIIEHHbIX JIU-
MUA0B.

B sputrponuTax, Kak U B OOJBIIMHCTBE KJIETOK, MPUCYTCTBYET TUOJICOAEPXKAIIIUI
TPUNENTUI—TIYTATUOH (y-TJIyTaMWI-LIMCTEHUUI-TJIMIMH). BoccTaHoBieHHas (op-
Mma riayratuoHa (I'SH) comepxxut SH-rpynny (puc. 8.41), KoTopast MOXET CIY>XKUTb
JIOHOPOM DJIEKTPOHOB B peakiiusix BocctaHoBieHus. [lon gefictBueM pepmeHTa riny-
TaTUOHIIEPOKCHUIa3bl BOCCTAHOBJEHHBIN TJYTaTUOH MpeBpallaeT MOJEKYIY MepoK-
cUJla BOJIOPOJia B MOJIEKYJTY BOJIbI, & caM MepexoauT B okucaeHHoe coctosiHue (I'SST).
Perenepannio BOCCTAaHOBJIEHHOTO IJIyTaTMOHA OobOecreyrBaeT IyTaTUOHpeIyKTasa,
HCIIOJIBb3Ys B KauyecTBe AOHOpa Bomopoaa rumpupoBaHHbiii NADPH. [lns spurpo-
LIMTOB €AMHCTBEHHBIM MCTOUHMKOM IosryueHuss NADPH ciyxut nenro3odocdar-
HBIN TTyTh, JUTSI IPYTUX TKaHEW CYIIECTBYET albTepPHATUBHBIN CTIOCO0 — TIPU YIaCTUH
NADH-3aBucuMoit MmanataeruaporeHassl (MaIuK-(pepMeHT).

B3zaumoneiicTBMe BOCCTAHOBJIEGHHOTO TJyTaTMOHA C MEPOKCUIOM BOAOPOJA
B DPUTPOLIUTAX MPEAOXPAHSIET IMCTEMHOBBIE OCTATKM B MPOTOMEPAX reMorioouHa
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(BOCCTaHOBJICHHBIN)

Puc. 8.41. BocctaHoBMeHWE rlyTaTUOHA NOJA AeNCTBUEM FyTaTUOHPeAyKTa3bl:
A — cTpoeHue rnyTaTnoHa; b — BoccTaHOBNEHME ryTaTMoHa

ot okucneHud. [Ipu reHeTmuyeckoMm medekTe TIIOK030-6-(ocdaTmernaporeHassl
KOHIIEHTpa1ust BoccTaHoBieHHOTO KoepmeHnTa NADPH ymenbiaercs, B pe3yiib-
TaTe 4Yero pe3kKo CHUXKAETCS KOHIEHTpallus BOCCTAHOBJIEHHOIO TJIYTaTMOHA, a B
KJIETKE COOTBETCTBEHHO YBEJMUYUBAETCI KOJMUYECTBO aKTUBHBIX (DOpPM KHUCIOpOAa.
B aToM ciiyyae okucinenue SH-rpynn MosiekyJi reMorjio0MHa B 9pUTPOLIMTaX TPUBO-
JIUT K 00pa30BaHUIO MEPEeKPECTHBIX TUCYIb(MUIHBIX CBSI3ei U arperaliu MpoToMe-
pOB remMorjiobuHa ¢ (hoopMupoBaHueM Tesa XaitHua (cMm. pasaen 14). B npucyrctBuun
Tesql XalHIa MJaCTUYHOCTh MeMOpaHbl HapyllaeTcsl, U OHa TepsieT CIOCOOHOCTD
K JedhopMalvy Mpu MPOXOXKIEHUU IPUTPOLIMTOB YEPE3 KAMMUJIAPbl. DTO BbI3bIBa-
€T HapylIeHHEe 1IeJIOCTHOCTU MeMOpaHbl, YTO NMPUBOIUT K IeMOJIU3Y IPUTPOLMTOB.
Psan nexkapcTBeHHbBIE BEIIECTB, HAIPUMEP aHTUMAJISIpUAHBINA TIpenapaTt NpuMaxuH,
cyibMaHuIaMuIbl, TAKKe CHUXKAIOT CITOCOOHOCTb 3pUTPOLIUTOB OOPOTHCS C AKTUB-
HBIMU (hOpMaMU KUCJIOpoAa.

KoHTponbHble 3afiaHnA, TeCTbl, 3agaun

3apaHuAa

1. OTBeTBTE HA BOIIPOC: CKOJBKO I'PAMMOB YIJIEBOIOB JOJLKEH MOTPEOISATh YeI0-
BEK B CYTKHM TIPU YCIIOBUH WX ITOJTHOTO YeBoeHUs? J1J1g 0TBeTa Ha BOIIPOC MCITONIB3YTi-
Te clIeyIolIy0 MH(MOPpMAaLMIO: SHEepro3aTpaThl YeJIOBeKa, Bel1yllero akTMBHbII 00pa3
KU3HH, cocTaBisaoT npumepHo 3000 kkaj/cyt, mpuMepHo 40% SHEpPTUM UCIOIb3Y-
eTCs KaK TeruioBasi, 0CTaJlbHOe HeOOXOIMMO MIJIs1 0O0ecrieueHus1 aHaboIMYecKUX Mpo-
LIECCOB, a TaKKe APYTMX TUIOB pabOT opraHu3Ma. 2/3 CyTOYHBIX 3Hepro3arpar obe-
CIIeYMBACTCS 3a CUET pacIiaja yriaeBoaoB, a 1/3 —xXkupoB 1 0eJKOoB. DPPEeKTUBHOCTD
1 r yrimeBomoB cocTaBisier 4,1 KKail.
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2. 3anojiHuTe TaOIUILY
IIepeBapuBanue yrieBoaos

MecTo neiicTBus

HasBaunue Xumuyeckasi peak- Cas3b, KOTOPYIO
tepmvenTa (oToen
(bepmenra, mecto 1usi, KaTajJau3upye- pacuienJsier
KeJTyI0YHO-KHIIeY-
€ro CMHTe3a Mas hepMeHTOM ¢epmenT

HOI'O TPAKTa)

OTBETHTE Ha BOIIPOCHL:

a) ImoYeMy yIJIeBOIbI He TTIepeBapruBarOTCs B XKEIyaKe?

0) mouemy B pe3yJibTaTe AeCTBUsI MaHKpeaTUUeCKOM a.-aMuIa3bl Ha KpaxMall 00-
pasyloTcsl 1Ba pa3HbIX Avcaxapuna?

B) KaKoil MOHOcaxapu/ o0pa3yeTcsl B HauOOIbIIMX KOJUUeCTBAX MPU MepeBapu-
BaHUU MUIIEBBIX YTIJIEBOAOB?

3. V nmanueHToB ¢ ,Z[C(l)I/H_[I/ITOM AKTUBHOCTU JIaKTa3bl ITOCJIC IMTpHUeMa MOJIOKa Ha-
OGaromaeTcs auapesd. By,Z[GT JIM HaOII0AaThCS Y OTUX NMAIIMCHTOB HCIICPCHOCHUMOCTD
KHNCJIOMOJIOYHBIX HpOI[YKTOB?

4. [TuKoreH sBJsIeTCs AETTOHUPOBAHHOMN (hOPMOil IITIOKO3bI B OpraHU3Me YeI0Be-
ka. Kakne ocoOeHHOCTU CTpOeHUs TJMKOreHa 00ecIeurBaloT BbIMOJHEHUE UM pe-
3epBHOU yHKIUKM? [ToueMy HeIb3s IeMOHMPOBATH CBOOOTHYIO TJIFOKO3Y?

5. Y4yuTbIBast, YTO OCHOBHBIM UCTOYHUKOM AT® 115t cMHTE3a TIIMKOTeHA CITY>KUAT
adpOOHBII pacmaj TKO03bl, OMPeaeuTe, BO UTO OOXOAUTCS OPraHU3My XpaHEHUE
[JIIOKO3bl B BUJE IIMKoreHa. PaccuuTaiiTe, CKOJIBKO MOJIEN MIIOKO3bl HEOOXOIUMO
oxkucauts 10 CO, u H,O, 4To6bl 06ecneunTs 3Heprueil cuHTe3 35 I riukoreHa (35 ¢
[JIMKOT€Ha COOTBETCTBYeT mpuMepHO 200 MoJell TJIIOKO3HBIX OCTATKOB). DHEPTUIO
VT® cuutath 3kBUBajgeHTHOI AT®. OTBeT 000CHYIAITE HEOOXOAMMBIMU CXEMaMMU.

6. 3arojiHUTE TAOIULLY.

Boixog AT® npu a3po0HOM IIMKoJm3e (MPOoLece CONpsizKeH ¢ padoToii
MaJIaT-acuapTaTHOTO YeJTHOKA)

Cunre3 ATD (+)

Peakuuu rukosm3a Ucnoas3zosanne ATD (—) Croco6 cunresa ATD
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7. Karaboau3M TJII0KO3bl ¢ 00pa3oBaHMEM MHPyBaTa MOXKET IPOMCXOAUTH KakK
B a3pOOHBIX, TaK ¥ B aHAPOOHBIX ycioBusaX. Ckonbko Moieir AT® Oymet cuHTE3M-
pOBaThCs IIPU pacliafie IIIOKO3bI 10 MMpyBaTa B a3POOHBIX M aHA3POOHBIX YCIOBUSIX?
OTBeT 000CHYIiTE, HAITMCAB COOTBETCTBYIOIIME CXEMBL.

8. B ombiTe K roMOTEHATY MBITIIT T00aBWIIH TTI0K03Yy. CKoJbKO Mosteit AT®D moxer
CUHTE3MPOBAThCS 3a CUET SHEPTUM OKUCICHUSI 1 MOJIS TJIIOKO3bI, €CJIU B OIbITE UC-
TMOJTb30BaJIN:

a) KJIETKU C pa3pylIeHHbIMU MUTOXOHIPUSIMU;

0) HATUBHBIE KJIETKU C Jo0aBieHreM bapoutypatoB? OTBET WILTIOCTPUPYIITE CO-

OTBETCTBYIOLIUMU CXEMaMU.

9. Ilpu n3yyeHUM aHaAIpPOOHOTO TJIMKOJIM3a B OMbITE MHKYOMPOBAJIU:

e 1 Momb ruuepanbaeruapodocdara;

e 5 MMoeil HeopraHndeckoro ¢ocdara;

e 0,01 mmona NAD™;

e ruiepaibaeruapodochaTIeruiporeHasy.

Peakiust Havanach, HO OUeHb OBICTPO IOCTUIIA paBHOBecus. [Touemy?

10. Bynet 11 mpoTeKaTh INIIOKOHEOTeHe3, €CJIM B KJIETKE IUTPATHbBIN ki u LIT1D
MOJHOCTbIO0 UHTUOUpPOBaHbI? OTBET MOSICHUTE.

11. K roMoreHaTy CKeJIeTHOM MBIIIIIIEI TOOaBUIN 5 MMoJIeit ppyKTo30-6-hocdaTa
n 10 mmoneit AT®. HaunHaBIasicst peakiysl yuepe3 HeKOTOpOoe BpeMsl IIPEKpaTUIach.
Ecan B omnbITHYIO cpemy BHecTH (GpykTo30-1,6-6nchocdarasy, To peakuusi BHOBb
HayHeTcs. [Touemy?

12. Uctounukom AT® myist cuHTE3a TTI0KO3BI M3 JTAKTaTa MOXET OBITh OKHMCIIEHUE
nakrara B OIIK. Ckosnbko Mo lakTaTa He0OXOIUMO OKUCIUTD B nedeHu 1o CO,
n H,0, ytobsl obecrnieunts 3Heprueit AT® cuHTe3 1 MOJs IIOKO3bI M3 JlakTaTa?
OTBeT 000CHYITE cCXeMaMMU.

13. OgHuM U3 cyOCTPaTOB IJIIOKOHEOTeHe3a MPU MHTEHCUBHON (hU3MUecKoil Ha-
Ipy3Ke Y FOJI0OAaHUU SBJISETCS TIMLIEPOJI, 00pa3yIOIIMIACS ITPU paclaie XXUPOB KUPO-
Boii TKaHu. [logcuuTaiite, CKOJIbKO MOJIeii rautepoa u AT® HeoOX0oUMO It CUH-
Te3a 1 MOJISI TJTIOKO3BI.

14. Ilpu OIUTEIBHOM TOJIOZAHWMM OCHOBHBIMU CyOCTpaTaMy IJIIOKOHEOreHe3a
cJIy>KaT aMUHOKMCJIOTHL. PaccuuraiiTe sHepreTHUecKuil OajaHc mpoliecca, B KOTO-
POM 1J1s1 CUHTe3a | MOJISI TJIFOKO3bI MCTIOJIb3yeTcs ajJaHuH. OTBET MPOUJLIIOCTPUPYIA-
T€ CXEMOM.
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15. 3anonHuTte TabaMILY.

brnonorunyeckasa xmmumsa

Perymmml NIMKOJIN32 U INIIOKOHEOreHe3a B NeYeHu

AnTocTepuyeckas Dochopniuposanne,/
Wunykuus/penpeccust
peryJsiust nedochopuanpoBaHue
Peryasitop-
Hble dep- AxkTuBHas dop- AxrtuBHasg ¢pop- Muaykuuss TopmoH,
MERTHI AkTn- WHrmom- ™ma dpepMenta  Ma depmMeHTa (+) Y4acTBYIO-
BaTopsl  TOpsl  dochopumupo- aedocdopuan- penpeccusi I B pe-
BaHA poBaHa ) TSN
I[ukonus
DtokoHeo-
TeHe3
TecToBble 3agaHnA
1. YcTaHoBuTE COOTBETCTBHE
Cy0cTpar ®epMeHT

A. JlakTO3a B pOTOBOI MOJIOCTH.

b. Mainbro3a B KUIIIEYHUKE.

B. Caxapo3a B xxenynke.

I Kpaxmai 1 1eKCTpUHBI B KUILIEYHUKE.
J1. JTakT0o3a B KUILIEYHUKE.

1. ITankpeaTnyeckast o.-aMusasa.

2. Caxapa30-1U30MabTa3HbIii
KOMTLIEKC.

3. B-TMKO3UIa3HbIA KOMILIEKC.

2. BoinosiHATE MOCIeI0BATEIbHOE 3adaHe

YenoBek cben Bo BpeMst ooema 200 r xjeba:

a) 6 pesyabmame Oelicmeusi NAHKPeamu4ecKoll o,-amuaassl 0opazyemces oucaxapuo:
A. Imoko3a (a-1,2) Iroko3a.

b. I'moko3a (a-1,4) [roko3a.

B. Tanakro3sa (B-1,4) Imoko3a.

I. T'moko3a (B-1,4) Dtoko3a.

M. Tanakro3sa (o-1,4) [moko3a;

0) noayuenHoe gewecmeo 8 MOHKOM KUlleyHUKe nooeepeaemcs 0eicmeuro:
A. IITIOKOKMHA3HI.

b. ®ochormokonzomepassbl.

B. B-mIMKO3MIa3HOro KOMILIEKCA.

I. TekcoknHa3bl.

. Caxapa3o-130MabTa3HOTO KOMILIEKCa;

B) NPOOYKM peakyuu nOCmynaem u3 Kpogu @ KAemKu Mulilly ¢ NOMOUbIO:
A. Tlpocroit nuddysnun.

b. IlepBUYHO-aKTUBHOTO TpaHCIIOPTA.

B. benkos-nepenocunkos [JIIOT,.

I Tpancmopra, HE3aBUCUMOTO OT MHCYJIMHA.

J. benkos-nepenocunkos [JIIOT,.
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3. BoinoJiHMTE NOCJIeI0BaTE/IbHOE 3aaHIe

a) y 300p060eo uenoseka 6 nokoe uepes 1u nocae edot, cooepicauiell yenesoost, 8 Kposu
nosvlulaemcs KOHUeHmMpayus:

A. Tmoko30-6-docdara.

b. II1toko3HI.

B. Caxapo3sbl.

I. JIakTO3HI.

J1. ManbTo3HI;

0) amo euecmeo 6 Kaemkax neveHu 6CMynaem 6 nepeyr PeaKyur, Komopyrn Kama-
ausupyem gepmenm:

A. Y ®D-rmokonupodochopuiasa.

b. I'moko3untpaHcdepasa.

B. IIitokokuHa3za.

I ®dochormokomyrasa.

J1. IMnkoreHcuHTAa3a;

B) AKMUBHOCMb 3M020 (PepMeHmAa pecysupyemcs e0pMoHOM, Oelicmeue Komopozo
3aKAHUACMCS 8:

A. AnocTepnyecKoii aKkTUBaLUH.

Bb. ®ochopunmpoBaHun U AKTUBUPOBAHUM.

B. Munykunuy cuHTe3a.

I AKTuBaIMM MyTeM OTILETIIeHUs OeiKa-UHTMOUTOpAa.

J. JedochopuaripoBaHUH.

4. BInoJHUTE NMOCJIEI0BATEIbHOE 3aJaHHE

a) y 300p06020 uenoseka uepes 4—5 u 6 nokoe nocae edvl ygeauuusaemcs CKOpoCms.
A. BcacwhiBaHMSI NIIOKO3BI B KJIETKM KUIIIEUHUKA.

b. IMepemetienue ITTKOT-4 B MeMOpaHy KJIETOK MEUYEHU.
B. TpaHcnopT ritoKo3bl B KJIETKHU MTEYEHMU.

I. Pacnan rivkoreHa B II€YEHU.

J1. CuHTE3 rIUKoreHa B MEYEHU M MBIIIIAX;

0) 6 xode 3moeo npouyecca 6 neueHu NPOUCXO00UM PeaKyusi:
A. ®pykTo30-1-dochat — GpykTo30-6-docdar.

b. llmkoreH — 1110K030-1-pocdar.

B. Imoko30-6-docdar — YAD-rnoko3a.

I I'moxo3a — I110K030-6-docdar.

J. Dtioko30-6-docdat —> 1110K030- 1 -pocdar;

B) 5MYy peaxuyuio Kamaiusupyem pepmeHm:

A. TexcokunHa3za.

B. I'moko30-6-docdaraza.

B. ®ocdormokomyrasa.

I IlimkoreHndocdopuiasa.

J1. OnurocaxapuarpaHcdepasa;
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T) amom ¢hepmeHm aKmugupyemcsi no0 GAUSHUEM 20PMOHA, MeXAHU3M 0elicmaus Ko-
mopoeo exaouaem (gvlbepume éce nPAGUAbHbIE OMBEMbl):

A. BzaumoneiicTBue ¢ MeMOpaHHbBIM PELIETITOPOM.

b. BHyTpuKIeTOUHBII KacKkaj peakliuii, yCUJIMBAOIINI 1elicTBe TOPMOHA.

B. CHuxenue koHeHTpanuu HTAM® B KIIeTKe.

I JedbocdhopunupoBanue ¢pepMeHTa.

. ®ochopunupopanue hepMeHTa.

5. YcTaHoBHTE COOTBETCTBHE

XapakTepucTuka epmeHTa DepmeHT
A. AxTuBeH B hocopuimpoBaHHOM’ (hopMe. 1. I'mokokMHa3a.
b. Karanusupyer peakuuio ¢ yuactuem ATO. 2. IlIMKoreHcuHTAa3a.
B. AktuBeH B nedochopuirpoBaHHO (popMme. 3. IlmuxkoreHgochopuiasza.

I. Jloxanu3oBaH B MUTOXOHJIPUSIX.

J1. Katanusupyet oOpa3oBaHue CBOOOJHOM
[JTIOKO3HI.

6. BpiOepuTe NMpaBUJIbHBIE OTBETHI

Pacmiag rmmkoreHa B MBIIILAX:

A. TomaepXuBaeT MOCTOSSHHYIO KOHLIEHTPALIMIO TJIIOKO3bl B KPOBU MEXIY MPU-
eMaMU TTUIIIH.

b. IIpoucxoaut ¢ ucronb3oBaHueM sHepruu ATO.

B. CtumyaupyeTcs IIpyu UHTEHCUBHOI (hu3nyeckoii padore agpeHanuHoM u Ca*.

I YckopsieTcs B COCTOSSHUMM MOKOS aJIZIOCTEPUYECKU ¢ TOMOLIbio AM®.

. Hapyiaercsa npu nedekre TIoKo30-6-docdartassl.

7. BbiOepute npaBuibHbI€ OTBETHI

[1pu npricoenMHEHNN afpeHaInHa K o, -pELIENTOpaM refaToIMTOB MPOUCXOINT:

A. O6pa3zoBaHue UHO3UTOJI-3-(hochaTa U OTKPHITHUE KaJbIIMEBbIX KAHAJIOB 3HI0-
MJ1a3MaTUYECKOTO PETUKYTYMA.

b. Axtusanus dochonunassl C.

B. Beixon Ca’?* B nuromiasmy u o6pasosanue komriekca 4Ca’t —xanbMoay/MH.

I MuakTuBaums KuHa3bl ochopuiassml.

. dedochopunrupoBaHue rimkoreHMocopuasml.

8. BoiOepuTe npaBUIbHbIE OTBETHI

[ukonus:

A. MoxeTt npoTeKaTh KaK B a9p0O0OHBIX, TaK U B aHA3POOHBIX YCIOBUSIX.
b. Jlokanun3oBaH TOJbKO B MUTOXOHIPHUSIX KJIETOK.
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B. [1poMeXyTOYHBIE TPOMAYKTHI HCIIOJB3YIOTCSI B aHA0OJIMIECKUX TIpoIieccax.

I. O6ecneunBaeT (MakcuManbHO) crHTE3 38 Moseit AT® mpu KataboamM3Me OfI-
HOM MOJIEKYJIBI TJIIOKO3HI.

J1. Perynupyertcs aJ1ocTepUIeCcKU.

9. BeiGepuTe npaBUIbHbIE OTBETHI

A3poOHBIif KaTaboau3m rmoko3sl 10 CO, u H,0:

A. Bximouaert o01Imii ImyTh KaTaboImM3Ma.

B. O6ecnieunBaet cuHTte3 6 Moneit AT® mytem cybcTpaTHOTO (pochOpUIMpPOBAHNUSL.
B. Comnpsixen ¢ LI1D.

I VYrueraerca npu runosurammnuosax PP, B,, B,.

. IIporcxXoauT TOJbKO B LIMTO30J1€ KIETKHU.

10. BpiOepuTe npaBuIbHbIE OTBETbI

Cneuundnueckuit myts Karabonmnama rmokossl 1o CO, n H,O Bximoyaer:
A. HeobOpaTtumbie peakiuu.

Bb. Tpu peakunu, Tpeodyromune 3atpaTbl ATD.

B. OnHy oKMCAUTETbHO-BOCCTAHOBUTEBHYIO PEAKIIUIO.

I Tpu peakiuu cydcTpaTHOro hochopuaInpoBaHusl.

. OnHy peakiiuto, conpsikeHHyto ¢ LIT1D.

11. BeiOepuTe npaBUIIbHbIE OTBEThI

OKUCIUTENbHBIN 3Tall CUHTE3a MTEHTO3 BKJIIOYAET peaKiiu:

A. deruapupoBaHus U JeKapOOKCUJIUPOBAHUSI.

b. IlpeBpalieHns MIEHTO3 B TEKCO3HI.

B. O6pa3zoBaHust JOHOPOB BOIOpOAa IJIsI peaKlnii BOCCTAHOBJICHUSI I TUIPOKCH -
JINPOBAHMUSI.

I. Conpsixennsie ¢ LIID.

II. C yyactueM pepMEeHTOB TPAHCKETOJIa3.

12. YcTaHoBUTE COOTBETCTBHE

A.NADH + H".

B. NADPH + H".

B. FADH,.

I. BoccranosneHHast popma riyratnoHa (I—SH).
J. OxucnenHast popma rayratuona (I'—S—S—T).

1. YyacTByeT B peakiunu 00e3BpeKMBaHMS KCEHOOMOTUKOB B IIEUCHU.

2. Okucnsierca NADH-geruaporenasoii B LITTD.

3. OOpa3zyeTcs1 B peakUMsIX 3alllUThl IT'eéMOIJIOOMHA OT OKHWCJIEHMS aKTMBHBIMU
dopmamu Kuciaopoaa.
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13. Boi0epuTe NpaBUIbHBIE OTBETHI

[TeHTOo30hoChaTHBIN LMKIT BKIOUYAET peaKIu:

A. COBMECTHOTO ITPOTeKaHUST OKUCIUTEIBHOTO MYTHU CUHTE3a IMeHTO3 1 IyTH BO3-
Bpara MeHTO3 B FeKCO3bI.

b. C yuactuem BuramuHa B,.

B. C yuactuem Butamuna PP.

I. HeobOpaTtumsie.

. O6paszoBanust NADPH + H™.

14. YcraHoBuTE COOTBETCTBHE

B oOmene yrieBomoB ITepuona nocJie npueMa MM
A. KoHueHTpal1si IIoKo3bl B apTepuaibHOMU 1. AGCOPOTUBHBIM.
kpoBu 140 mr/m. 2. IToctabcopOTUBHBIN (4 4
b. Yeunen cuHTe3 III0KO3bI U3 JIaKTaTa. MOCJIE €IbI).
B. KoHueHTpauus rioKo3bl B apTepUaabHOMN 3. JlnutenbHOE rojiofgaHue.

kpoBu 30 mr/mi.

I. Bo3pacTtaeT cKOpoCTb INIIOKOHEOIreHe3a 13
AMUHOKMCJIOT U TJIULIEPOJia B IIEYCHMU.

J. ITpeobaamaeT pacmnaj rIMKOreHa.

15. YcranoBure nopsiioK COOBITHIA

[Tpu cHMXXeHUM MHCYIMH-TIFOKAarTOHOBOTO MHIEKCA B FelaTOLMTaX TPOUCXOIUT:
A. AKTHBaLMs afeHWIATUUKIA3HON CUCTEMBI.

b. ®ochopunupoBanue bBU® u nposisiaeHue ero ¢pocdaTa3Hoil aKTUBHOCTH.

B. INonuxeHne KoHLeHTpaunu GpykTo30-2,6-6uchocdara.

I AkTuBamus riiroKoHeoreHesa.

. BzaumoeiicTBUe IJIIOKaroHa ¢ pelenTopoM.

16. BoioepuTe npaBHIIbHBIE OTBETHI

HakorieHue MOJOYHO KMCIOThI U Pa3BUTUE JIAKTOALIMA03a MOXKET ObITh BbI-
3BaHO:

A. TlopaxxeHneM KJIeTOK IedeHU (LIUPPO3, TOKCUIECKUE TeIaTUTHI).

b. Hapymienunewm pa6ots! [1/1K Bcneacrsue runosuramruosos PP, B,, B,.

B. TkaHeBOI T'MITOKCHH.

I YckopeHnueM mnpeBpallleHUs JJaKTaTa B IJII0KO3Y.

. Ucnonb3zoBaHre OMTyaHUIOB MPU JIEYEHUM caxapHOTo auabera.
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17. YcTanoBuTe COOTBETCTBHE

CxeMa MOOMIU3ANNH ITINKOT€HA
Foadioi DepmMeHThb

: 1. 1,6-TmuKko3uaasa.

e 4 2. Ilmkorendochopuiaza.

3. OnmrocaxapuarpaHcdepasa.

(ERCUVRE TR LR o i 1

18a. YcranoBuTe COOTBETCTBHE
Peryasinusi mMKOreHCMHTA3bI U IIMKOreH(pochopuaasnpl

. I TKOTeH- - ‘ Pi Pi ., | I'mkorencunraza-OH T |
B
ATP ‘ docdopunaza-OH / \‘ A ‘ .
pi | 4% ‘ <| B - ‘ -— I
ADP ‘ [nmukoreH- B ‘ ADP
=l docdopmraza-P) L—| Tnukorencunraza-(P) <

DepmMeHThI

1. InukoreHcUHTE3a aKTUBHAS.

2. IIMukoreHdocdopuiaza HeaKTUBHaSI.

3. @epMeHT, KaTaIU3UPYIOIINIA peaknio nehochopuInpoBaHUs.

186. YcraHoBHUTE COOTBETCTBUE

Peryasiuusi rMKoreHCMHTa3bl U IukoreHgocdopuaassl (cxeMa 3agaHus 18a)
DepMeHTBI

1. Kunasa ¢ochopunassl.

2. [IporenHkaHaza A.

3. ®ochomnporenHdocdarasza.
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19a. YcraHoBHTE COOTBETCTBHE
ITyTa KaTaboau3Ma NIIOKO3bI

[moxosa
|
gl l

2 Auetun-KoA
Bl

o,

— ]-[20

L ATO

196. YcTaHOBUTE COOTBETCTBHE

[2]

2 [MTupyBar —> 2 JlakTar

brnonorunyeckasa xmmumsa

BDranbl KaTad0aM3Ma

1. AHa3pOOHBIN TJIMKOJIN3.
2. A3pOOHDII IJIMKOINU3.

3. AspoOHBII pacnaz.

ITyTn Karadonm3Ma IIIOKO3bI (cxeMa 3agaHus 19a, atanbl 0003HAYeHbI OYKBaMM )

DHepreruyeckuii 3¢ dekT 3Tana
1. 30 ATOD.

2. 38 ATOD.

3.2 ATO.

20a. YcTaHoBHTE COOTBETCTBHE
A3POOHBII NNIMKOJIN3 (CM. CXEMY)

~— I'moko3za

['moko3a-6-docdar

ve
(5]

®pykT030-6-hochar

> ®pykro30-1,6-01odochar

I > JuruapoxcuanetoHdochat

< [muuepanbaernn-3-docdar(2)
$
\_ 1,3-6uchocdormmuepar (2)
4 I «

G

3-ochornuiepar (2)

2-ocdornuiepar (2)

e B

Dochoenonnupysar (2)

\- TIlupysar (2)
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Peakuuu (Ha cxemMe 0003HaYEHBI OyKBaMU)
1. leruapupoBaHue.

2. JlermapaTtaus.

3. Cyb6erpaTtHoe dhochopunupobanne AJD.

2006. YcTaHOBHUTE COOTBETCTBHE

Aspo0OHbIii NIMKOIN3 (cxema 3agaHus 20a)

Ha stanax aspo0Horo rmmKkoJmn3a (Ha cxeMe 0003HaYeHBI IUMpaMu) MPOUCXOIUT
A. Ucnonb3oBanue 4 Moseit ATD.

b. Cuntes 5 moneit AT®.

B. Cunres 4 mojieit AT® 6e3 yuactust LIT1D.

I Cunres 6 moseit AT® mmytem okucauTenbHoro pocdopminposanus AJD.

. Ucrionb3oBanue 2 moiieit AT®.

21. YcTaHoBUTE COOTBETCTBHE
CtpykTypa MeTa00JMTOB IIMKOJIH3a

/o
CH2:C_C\/ A
S
(P)—0—CH,
é H O H
o OH H B
Y/ H OH
CH,—CH—C "
N b
OH O o
® o
4
@—O—CHQ—CH—C\ I
| H
OH
o)
V4
(P)—0—CH—CH—C
R
OH
MeTta0oauThl

1. ®ochoeHoMIMPYBAT.
2. 3-ocdornuuepar.
3. Innuepanbaerun-3-docdar.
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22a. YcTaHOBHUTE COOTBETCTBHE
Cxema INIMKO/IM3a M INIIOKOHEOreHe3a B MeYeHu ®epMeHTHI TTIOKOHEOTeHe3a
(Ha cxeMe 0003HAYEHBI OYKBAMM ):

@ . Cﬂmma‘> 1. ®ochoeHOMTIMPYBAT-
KapOOKCUKUHA3A.
[mok030-6-hocdar 2. IlupyBaTkapbokcuiiasza.
3. Inmmuepanpaeruadocdar-
JIETUIPOreHa3a.

DpykT030-6-hocdar

o= )~m

®pykT0o30-1,6-6uchocdar

Ciuuepanbaerun-3-hochar <==———= JIUrMIPOKCHU-

ateToHdocdar
D o
/
1,3-6uchocdorauuepar
\
O
/
3-ocdornuiepar
/
2-ochornuiepar
/
dochoeHonmUpyBar
< [B]
@ """" > Okcasoanerat
SO
[Tupysat

226. YcTaHOBHTE COOTBETCTBHE

CxeMa INIMKOJIM3a M INIIOKOHeoreHe3a (cxeMa 3amaHus 22a)

XapakTepucTuka ¢epMeHTOB INIIOKOHEOreHe3a (Ha cxeMe 0003HaYeHbI OyKBaMU)
1. KodakropoM siBisieTcs: OMOTHH.

2. OTHOCHUTCH K KJIacCy TMaposIas.

3. OTHOCUTCS K KJIaCCY OKCUIOPEAYKTa3.

22B. YCTaHOBUTE COOTBETCTBHE
CxeMa INIMKO0JIM3a M IIIOKOHeorene3a (cxemMa 3amaHus 22a)
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Peakuuu rmokoHeoreHesa (Ha cxeme 0003HaueHbl OYKBaMu)
1. @ochopunrpoBaHre U JeKapOOKCUINPOBAHME.

2. KapbokcunmpoBaHue.

3. BoccraHoBieHue.

22r. YcTaHOBHUTE COOTBETCTBUE

Cxema IJIMK0JIM3a M INIIOKOHeoreHe3a (cxeMa 3ajaHust 22a)
®epMeHTHI NIIOKOHEOTeHe3a

1. CuHTe3 pernpeccupyeTcss HHCYTUHOM.

2. Uarnbupyerca hpykro30-2,6-6uchochdarom.

3. MHrubupyercs npu Bo3pactaHuu cootHoteHust AIID/ATO.

221. YCTaHOBHUTE COOTBETCTBHE

I'ukoJIM3 U III0OKOHeoreHe3 B MmevyeHu (cxema 3agaHus 22a)
®epMeHTHI INTHKOJIM3a B eYeHH (Ha cxeMe 0003HaYeHBI udpamm)
A. Aktusupyetcs pykTo3o-1,6-6ucdocdaTom.

B. Unrubupyercs ¢pykroso-2,6-6uchocdarom.

B. He narn6upyercs riroko3o-6-oucdocdatom.

I. AktuBupyetcs PpykTo30-2,6-6ucdocdatom.

. CuHTe3 pernpeccupyeTcsl III0OKOTOHOM.

3apgaumn

1. PeGeHok Bozpacta 10 mecsilieB ¢ HOpMaJIbHbIM Pa3BUTHEM HEOXOTHO €CT Cajl-
koe. IIpu obcaegoBaHUM 0OHAPYXKUIM, YTO MOCJIE HAarpy3KU caxapo3oil oTMedyaeTcs
He3HAYMTEbHbIN MOAbEM TJIMKeMUYECKOl KpUBOM. JIpyrve yriaeBoabl — Kpaxmad,
[JII0K032a, GPYKTO3a, TAKTO3a — MEePEHOCATCS XOpOoLI0. 3a001eBaHU XeTyT0UHO-KH1-
IIEYHOr0 TpakTa He oOHapyxeHo. O0bsicHUTE HAOJI01aeMble CUMIITOMBI. 17151 9TOTO:

a) HaIMIIMTEe CXeMY FMAPOJIM3a caxapo3bl B Ipoliecce nepeBapruBaHus;

0) yKaxuTe, rae MpoOUCXOJUT 3Ta PeaKiiusl;

B) ONMUIINTE JaJbHEHIIYI0 CyabOy 00pa30BaBIIMXCS B XO/€ TMAPOJIN3a MOHOME-

POB;
) MPEANOJOXUTE TPUUMHY 3a00J1eBaHUS.

2. boibHOMY ¢ apuTMMeEN Ha3HAYWIU TIpernapar yabauH (CepaeuHbIid TIMKO3W).
DTOT npemnapar noAasisieT aKTUBHBIN aHTUIIOPT MOHOB HATPUS U Kalblus. [pagueHT
KOHLUEHTPALIMY MOHOB Harpus cosmaerca npu ydactuu Nat KT-AT®aswl, akTus-
HOCTb KOTOpOI MHrHOUupyercsl yabauHoM. PesynbsraToM MpUMeHEeHUe 3TOro mpera-
paTa SIBJISIeTCSI BHYTPUKJIETOUHOE HAKOTIJICHUE MOHOB KaJbLIMS U MOBBIIICHUE aBTO-
MaTtuszma Muokapaa. Ho mpu npuMeHeHnn yabanHa y MalueHTOB MOTYT ITPOSIBUTHCS
HapylLIEHUsI CO CTOPOHbI MUIIEBAPUTESIbHON CUCTEMBbI: YBEJIMUEHHBIN MPUTOK BOJIbI
B KMIIEYHMK, YCUJICHUE MEPUCTAJTIBLTUKN, METEOPU3M, CIa3Mbl U OOJU B XKUBOTE.
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OOBsICHUTE TIPUUMHBI 3TUX CMMOTOMOB. K HapyIlieHnIo KaKoro mpoiiecca B IepeBa-
pUBaHUU YTIJIEBOJOB MIPUBOIUT NTOOOUHOE AeiicTBUe yabarHa? [ oTBeTa Ha BOIIPOC:
a) HaIUIIWTE CXeMy MepeBapUBaHUS YIICBOIOB;
0) yKaxxuTe crocoObl TpaHCHOPTa IJIIOKO3bl B KJIETKM KHUILIIEUHWKA U 3HAYEHUE
Na* K*-AT®as3br;
B) OTBETBTE Ha BOIIPOC 3aTaul.

3. Ipenapat akap6o3a (CHH.: IJIIOKODAil), a TakKXe ee¢ IMepopajbHble aHAJIOTU
(ryapeMm, TTUTMMTOJ) TIPUMEHSIIOTCS JUISl JIeUEHUsI caxapHOro auabdera 2-ro TUIIA.
Akap003a — mpernapaT MUKPOOHOTO TTPOUCXOKIASCHUSI, IO XMMWUECKOM MPUPOIE SIB-
JISIETCsl oJiurocaxapunioM. MexaHu3M ero IeMcTBUS 3aKI0YaeTcsi B MHTMOMpPOBaHUH
O-TJIMKO3U1a3, YYaCTBYIOLIMX B MepeBapMBaHUU YIJIEBOAOB, a TakKXKe B CHUXXKEHUM
BcachIBaHUS 00pa3yIoLIMXCs IPOAYKTOB. TakuM o0pa3oM, akap003a 1 ee aHaJIOT U SIB-
JISIIOTCS TIperapaTtaMu, NpeaynpexXaaiiMMu MOCIeNUIIeBy0 Tunepriukemuo. Ho
OHM MMEIOT MOOOYHbIE AEWUCTBUS, MPOSBISIOUINECS B TOM, UTO Y MAllMEHTOB BO3HU-
KaloT MOBBILLIEHHOE ra3000pa30oBaHue B KUILIEYHUKE, OOJIM B XKMBOTE, XKUIKUMN CTYII.
[ToaToMy MHOTHME MalMEHTHI HE MEPEHOCHT JIeUeHUe akapOo30ii U ee aHaJIoTaMu.
B uem npuurHa 3TO HEMEpPeHOCUMOCTH?

st oTBeTAa:

a) HaIMUIIWUTE CXeMY MepeBapuBaHUs yIJI€BOIOB;

0) yKaxute (hepMeHTbI, aKTUBHOCTb KOTOPbIX MHIMOUPYET akap003a, Ha30BUTE

TUI UHTUOMPOBAHMUSI;

B) OOBbSICHUTE MPUUYMHY MOOOYHBIX CUMMTOMOB, HAOJIOAAEMbIX MPU JEUEHUU

aKkapO030ii.

4. Tlpenapartsl crnodop, TmoKodaxk, MAHWIMH IPUMEHSIOTCS IS JICUCHUST ca-
XapHoro auab6eta 2-ro tTuma. OaIHO U3 IeUCTBUM 3TUX IIperapaToB — CHUXXEHUE CO-
JIep>KaHMSI TJIFOKO3bI B KPOBU 3a CUET YBEAMYCHUSI YYBCTBUTEIBLHOCTU PELICIITOPOB
K MHCYJIMHY B niepu(pepruiIecKUX TKaHIX, B TOM YMCJIe U B Mbllax. B pe3yiabrare mo-
BBIIIAETCST MOTPEOJICHNE TIIOKO3bI KJIETKAaMU MbIIIL. OOBbICHUTE, KaK BIUSIET UHCY-
JIMH Ha IToTpeOJIeHe IIIOKO3bI KJIETKAaMU MBILIEYHOM TKaHU B HopMe. [lJ1s1 oTBeTa:

a) OMUILIKTE CTPOCHME pelielITopa MHCYJINHA;

0) yKaxuTe criocod TpaHCIIOPTa IJIIOKO3bl B KJIETKM MBIIIEYHOM TKAHU U €ro 3a-

BUCHUMOCTb OT MHCYJIMHA;
B) IIPUBEIUTE MYTU UCITOJIH30BAaHUS TTII0KO3bI B KJIETKAX MBIIIIL, HAITAIINUTE COOT-
BETCTBYIOIIME CXEMBI I YKaXKUTE BJIMSTHUE MHCYJIMHA Ha 3TU IIPOLIECCHI.

5. Unput (AUXJI0paAUITUIACYIb(UI) — OeclBEeTHasI MaCIsIHUCTAsI XKUIKOCTD C 3a-
IMaxXoM YeCHOKa WJIK TOPUYHIIbI, Ha3BaHHAsI TO3TOMY «TOPUYMIHBIM ra3oM». MIput ObL1
npumeHeH Iepmanueii B 1917 . Bo Bpemst O0€BbBIX I€HCTBUI1 Y OJIbIUIICKOTO ropoaa
Nnput 1 Ha3zBaH KOPOJIEM OTPaBJISIOLIMX BelecTB. MpuT obJanaeT pa3HOCTOPOH -
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HUM (U3MOJIOTMYECKUM IEMCTBUEM, HO €ro 00111ee OTpaBJIsIolIee ASCTBUE 00YCI0B-
JIEHO HEOOpaTUMBIM TTOAABIEHUEM TKAHEBOTO JAbIXaHUS U HApYILIEHUEM YIJIEBOJHOTO
obMeHa. HauboJjiee BeposITHOU MPUUYMHONM HapylIeHUs YIJIEBOJHOIO OOMeHa SIBJISI-
eTcsl MHTMOUpOBaHUE UITPUTOM aKTUBHOCTU (DepMeHTa reKCOKMHasbl. [ToueMy Ha-
pylieHrue QyHKIMU 3TOro pepMeHTa MPUBOJUT K CMEPTU COJIAAT, MOIMABIINX IO
«UATIPUTHBIN J0XAb»? J11st oTBeTA:
a) HaIMIIWUTE CXeMY peakliuy, KaTaJu3UupyeMoOil FeKCOKMHA30iA;
0) yKaxkuTe Bce BO3MOXHBIE ITyTH OOMEHa YIJIEBOAOB, KOTOpbIe OyAyT HapylleHbI
MPU UHTMOMPOBAHUM TeKCOKMHA3bI UTTPUTOM;
B) YKaxuTe (PU3nM0JI0TUYEeCKOe 3HaUEHUE 3TUX MPOLECCOB, B KAaYECTBE MpUMepa
HaIMIINUTE CXeMY OHOTO U3 HUX.

6. YenoBek coBeplIaeT CpouHylo (U3MUECKyI0 paboTy (Harpumep, yberaer ot
oracHocTtH) yepes3 30 MUH Tocjie 00e1a, COCTOSIBIIETo MPEenuMYILEeCTBEHHO U3 YIJIEBO-
I0B. B 5T0i1 cuTyaliuu B CKEJIETHBIX MBIIIIIAX IPOMCXOAUT CUHTE3 TJIMKOTEeHA WU €ro
pacman? JInst oTBera:

a) HaMuIIMTE CXeMY BBIOPAHHOIO Tpoliecca, YKaKWUTe PeryasTOpHbIiA hepMeHT

1 CITOCO0 €T0 peryJisaiiiyi, Ha30BUTE TOPMOH, TIEPEKITIOYAIONINi IyTH 0OMeHa
[JIMKOTeHA B ONIMCAHHOW CUTYallUu;
0) TIpMBEINTE CXeMY MeXaHM3Ma IeHCTBUS JTaHHOTO TOPMOHA.

7. bone3Hp Xepca — JOBOJBHO PEAKUI TUTT IJIMKOTeHO3a, KOTOPBI HacJIeayeTcs
10 ayTOCOMHO-peliecCMBHOMY TUITY. OH XapaKTepu3yeTcs YBeJIMUeHUEM ITeUeHU, OC-
HOBHOW ITPUYMHOI KOTOPOTo sABJsgeTcs nedekT rmmkoreHdocdopuiasbl. OObsICHUTE,
moueMy AedexT rirkoreHdochopuiasbl MPUBOAUT K YBEIMUEHUIO MEYeHU U TUIIO-
IJIMKEMUMN.

OTBeThTEe Ha BOIIPOC, BBITIOJIHUB CIICAYIOIINE 3aJaHus:

a) HaIMAIINATE CXeMY ITIMKOTeHOJIM3a, YKaXNUTe (PepMEHTHI;

0) 0OBbsSICHUTE OOIIME TPUYNHBI TJIMKOT€HO30B, MPUBEAUTE UX KJIacCU(pUKALIUIO;

B) YKaXHUTe, KAKOM TOPMOH CTUMYJIMPYET paciiaj IJIMKOreHa, 1 MpeACTaBETe CXe-

My MeXaHM3Ma JeiCTBUS 3TOr0 TOPMOHA.

8. B 1922 . Hen3BecTHBIN MoIon0i Bpad PpeneprK baHTUHT BiepBbIe TTPUMEHIT
WHBEKIIUY MHCYJINHA JJIs JIeUeHUs caxapHoro auadera. OnHakKo OJHOM U3 MpooeM
TIpY TIPUMEHEHNT MHCYJIMHA B 9TOM TTeproie Obljla HelpaBWJIbHAS ITOCTaHOBKA M1a-
rHo3a. Mi3BecTHHBI ci1yyau, KOoTaa MOX0KKUe CUMITTOMBI, HO TIPU APYTUX 3a00JIeBAaHUSIX,
MIPUHUMAJIY 33 CaXapHbII IUabeT M BBOAMIIM 3TOT TOPMOH Kak JiekapcTBo. Kakue n3-
MEHEeHUs B MeTabO0IM3Me MOXET BbI3BaTh BBEIEHUE MHCYJIMHA YeJI0BEKY, He CTpaja-
I0IlEeMY CaxapHbIM AuadeTom?

Jlnst oTBeTa Ha BOMpOC:

a) TpUBEIUTE KOHIICHTPAIIMIO TJIIOKO3bl B KPOBU B HOPME Y 3I0POBOTO YEJIOBEKA;
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0) Ha30BUTE MPOLIECCHI YIJIEBOAHOIO OOMEHa, KOTOPhIe CTUMYJIMPYET MHCYJIUH
B MBIIIIIIAX, XKMPOBOI TKaHW U TeUeHU, OOBICHUTE MEXaHU3M JACHCTBUSI TOP-
MOHa;

B) YKaXuTe, KAKUMU CUMIITOMaMM OyJeT MPOSIBJISITbCS peaKlysi MO3Ta Ha U3MEHe-
HUE COolepKaHUsI ITIOKO3bI B KPOBU MTPU OLIMOOYHOM MPUMEHEHUU UHCYJIMHA.

9. Ha aqucraHiuu CriopTCMeH-CIIPUHTED 3aBeplllaeT CTOMETPOBKY. JIpyroii criopt-
CMeH-cTaliep OEXUT JeCAThI KUIOMETpP. YKaXXUTe pa3HULYy B 00eCIIeUeHUN SHEePTH-
el paboThI MBIIIILL Y 3TUX CIIOPTCMEHOB. [l perieHus 3ana4y BbIOJHUTE CAeAYIO-
1IMe 3aaHUSI:

a) HaIMMIIUTE CXeMbl KaTabojM3Ma [JII0KO3bl, obeclieunBatolime sHeprueit ATO

MHTEHCUBHYIO KPATKOBPEMEHHYIO U IJIUTEJbHYIO PA0OTY MBbILIILI;
0) paccuuTaiite dHepreTUIecKuii a(ppekT KaTadoar3Ma IITI0KO3bl B 3TUX YCIOBUSIX;
B) yKaxuTe crocoObl cuHTe3a ATM, KOTOphIe pealn3yIoTCs B YKa3aHHBIX CITyJastX.

10. B xpycranuke ria3za B Ka4eCTBe MCTOUHUKA SHEPTUU UCIIOIb3YeTCsl TJII0KO03a.
Kaxoit myTh KaTaboI13Ma INIIOKO3bl 00ecIieuynBaeT XpycTaank sHeprueit ATD, ecian
M3BECTHO, YTO MUTOXOHIPUHU B HEM OTCYTCTBYIOT. OTBET OOOCHYITE, BHITIOJIHUB Clie-
JyIoIIVe 3aIaHus:

a) HAIMUIINATE CXeMY METa00IMYECKOTO IMyTH, 00eCTIeYMBAIOILIEr0 XPYCTAIMK I1a3a

SHepruei, ykaxure (epMeHTbI, KOPEepPMEHTHI PeaKIInii;
0) Ha cxeMe OTMETBbTe peaklluu, COMPSKEHHBbIE C UCMOJb30BAHUEM U CUHTE30M
AT®, paccunraiiTe BLIXOI 1 Ha30BUTE cItocod cuHTe3a AT® B 3TOM mpoliecce;
B) MEPEUMCIUTE TKAHU U KIIETKU, B KOTOPbIX cHTe3 AT®D mpoucxoauT Tak Xe,
KaK B XpyCTaJIMKe, YKaXKUTe MPUUIUHY TOJBKO TaKOro criocobda dochopuiimpo-
BaHust AII®D B 53THX KJeTKaXx.

11. ¥ HenocTaToYHO TPEHUPOBAHHBIX HBIPSIBLIIMKOB MOC/E IIyOOKOIro IMorpy-
JKEHUST M 3aIePXKKU JbIXaHUsI HAa 3—5 MMH MOXET BO3HMKATh alluI03, COMPOBOXIA-
IOIIUICS TSKETBIMU cUMITTOMaMU. OOBSICHUTE NMPUYMHY MOSIBACHUS anuao3a. s
OTBETA:

a) yKaxkuTe, KaKoil Tporecc obecriednBaeT dHeprueii pU3nIecKylo aKTUBHOCTD

HBIPSUTBIIMKA B YCIOBUSIX TUTTOKCUH;
0) mpuBeaUTe AaJIbHEWIIIME TYTU MCIIOJIb30BAaHUSI KOHEUYHOTO MPOAYKTa 3TOr0
Mpolecca U OTBEThTE Ha BOMIPOC 3aauM.

12. W3BecTHBI 3a00J1eBaHNsI, 00YCIIOBIIEHHbIC PA3TMUHBIMU JedekTamu dhochod-
PYKTOKHMHA3BI TIeUeHN: 1) nedeKT auIocTepruIecKoro 1eHTpa, TPUBOMIIINI K Hapy-
LLIEHWIO €r0 B3aMMOIEICTBUS C PETYIITOpaMU, BCIEICTBUE YETO CHUXKAETCS AeCTBUE
WHTMOUTOPOB Ha aKTUBHOCTD (pepMeHTa; 2) nedeKT KaTaIuTUIeCKOro 1eHTpa, Ipu-
BOJSIIMIA K CHUXKEHUIO CPOJCTBA (pepMeHTa K cyocTpaTy. B kakoM ciiyyae MOXeT Ha-
omonaThest raukoreHo3? IToscHUTe OTBET, AJIsT 3TOIO:
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a) HaIUIINTE CXeMY Mpoliecca, BKITIOYAOIIEeTO B ce0s1 peakinio, KaTaTu3UPpyeMyIo
b ochohpyKTOKINHA30IA;

0) 00BSICHUTE MEXaHU3M PEryJsiLiuK 3Toro pepMeHTa M OTBETbTEe Ha BOIPOC 3a-
Jauu.

13. MoHouozaneTat MCIoab3yeTcs B JIAOOPATOPHBIX UCCIEIOBAHMUSIX B KA4eCTBE
crabuiansaropa, TaKk KaK CUYMTAeTCs MeTaOOJMYECKUM simoM. MexaHu3M NeiCTBUS
MOHOMOAALIETATa, BO3MOXHO, CBOOUTCS K TOMY, UTO 3TO BEILIECTBO WHTUOUPYET
mmuepanbaerun-3-docdaraeruaporetasy. KieTtku He monydaoT HEOOXOIMMOM ISt
KU3HEIEITEIbHOCTU dHEPruy 1 mormn6amT. OObSICHUTE, KaKOil MPOLeCcC HapyllaeT
MoHouozauerar. s aToro:

a) HaIMIINUTE MPOIECC, B XOJe KOTOPOro MpOTEKAeT peaklusl, KaTaaunupyemas

rvuepaibaerua-3-docdaraeruaporeHa3onm;

0) olLIEHWTEe 3HAUCHME 3TOM peakuuu 1js1 cuHTe3a ATD;

B) MPEAMNOJIOKUTE TUIT MHIMOMPOBAHUS aKTUBHOCTH 5TOT0O (DepMEHTa MOHOMOA~

LIETATOM.

14. ¥V mauueHTOB ¢ 3a00JIeBAaHUSIMU JIETKKUX, TIPU KOTOPBIX pa3BMBAaeTCd OOLIAs
TUTIOKCUS TKaHEH, B TNIMKOJIUTUIECKOM TTYTH B 3PUTPOIIMTAX MOXKET ITPOTEKaTh A0-
MOJIHUTEIbHAS peakius, Kataanuzupyemas oucdocdormmuepomyrasoii. OObsICHUTE,
MoyeMy IMpU 3TOM MOCTYIJIEHUE KHUCJIOPOoia B TKAHU YBEJIMUMBAETCS, a SHEpreTuye-
ckuit a(pexT rmKoaunsa cHuxkaercs. 1151 oTeera:

a) HamuIIMTe peakluio, KaTalu3upyemylo oucdochoriuiepomyTazoii, Ha30BUTE

CcyOCTpaT U IIPOAYKT. YKaXKUTE, CHOCOOEH I ITPOAYKT BO3BPAIaThCS B IJIMKOIN3;

0) moacuuTaiiTe s3HepreTuYecKuii 3PMEKT IIMKOIM3a B 3PUTPOLIUTAX C yIaCTUEM

oucdocdormmiepomyTassl 1 6e3 Hee;

B) OOBSICHUTE, ITOYEMY B SPUTPOLIMTAX 00pasyeTcs MPOAYKT peakliuu, KaTaau3u-

pyeMoii brchochorInuepoMyTasoii, U KaKyr poJib OH BBITTOJTHSIET.

15. B nocnenHee BpeMst TIOIYJISIPHBI «9HEPreTUYECKIE HAITUTKI» — 0€3aJIKOTOJIb-
HbI€ Ta3UPOBAHHBIEC KUIKOCTU, B PEKJIAMHOI KOMITAHUM KOTOPBIX IEJaeTCs aKLIEHT
Ha TO, YTO UX YIIOTpeOJIeHME TTOBBIIIAET paboTOCIIOCOOHOCTh. B cocTaB 6oJbIIMHCTBA
HAIIMTKOB BXOIAT: KOPenH, TCOOPOMUH U TeOPWIINH (aJIKaJIOUIbl PAaCTUTEILHOTO
MPOUCXOXIEHHsI), BUTAMUHBI, JIerKOycBauBaeMblii caxap (IJIl0KO3a, caxaposa), Ta-
YPUH, KADHUTUH. «DHEPreTUKW» SIBJISIIOTCS CUJIbHOTA3MPOBAHHBIMU XUAKOCTSIMU,
YTO YCKOpPSIET UX BcachblBaHUE B KpoBb. [loueMy sHepreTuueckre HamuMTKU MOBbIIIA-
10T pabotocnocooHocTh? [11st oTBeTA:
a) HAa30BUTE MPOILECCH B YIIIEBOAHOM OOMeEHE, YCKOPEHUE KOTOPBIX MOXET CITO-
COOCTBOBATH MOBBIIIEHUIO PAOOTOCITIOCOOHOCTH;

0) npuBeaMTe CIIOCOO BO3ACHCTBUS KO(PperHa Ha CKOPOCTbh OJTHOTO M3 3TUX IMPO-
LIECCOB, €CJIM U3BECTHO, YTO OH MHTUOUPYeT hochoanscTepasy; HAMUIIUTE ero
cXemy;
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B) 00OBSICHUTE, IToYeMy uepe3 3—4 4 II0ciie MPUHSTUS «IHEPreTuKa» HACTyMHaeT
YCTaJIOCTh, COHJIMBOCTD.

16. Y OOJBHBIX aJIKOTOJU3MOM C HapyLIEHHBIM PEKUMOM MUTAHUST HEPEIKO BO3-
HUKaeT nepuuut TvamMuHa (ButamuH B,). [Ipu BBeeHUM TaKuM OOJIbHBIM PaCTBOPOB
IJIIOKO3bl MOXET BO3HUKATh JIAKTOAMA03. OO0bsICHUTE NMPUUYUHY Pa3BUTUS JIAKTO-
anmao3a y atux ioaeit. K kakum mocaeacTBUsIM MOXKET IIpUBECTH JIaKToauumpo3? Jlis
OTBeTa:

a) yKaxute KopepMeHT, pellecCTBEHHUKOM KOTOPOTO SIBJIIETCSI THAMUH;

0) HaMmUIIUTE CXeMy Ipoliecca B 0OMeHe YIJIeBOIOB, KOTOPbIH HapyllaeTcs mpu

nedbuiute BUTaMuMHa By, 1 cxemy mpoliecca MPOIyKTOM KOTOPOTO SIBJSIETCS
JIaKTaT.

17. B oroeneHuM peaHMMAlLMM IIOCTYIIMJ 4Ye€JIOBEK 0e3 CO3HaHMS. DKCIpecc-

aHaJIM3bI TTOKA3aJIU:

® YPOBEHb IJTIOKO3bI B KpoBU — 50 Mr/1;

e cojepxXaHue aJKorosi B KpoBu — 320 Mr/mi (Hopma — 5 Mr/mn);

e cojepxXaHue JakTaTa — 2 MMOJIb/J1 (HopMa 1 MMob/IT);

° pH = 7,29

s oKazaHWs TTOMOIIM TIAIIMEHTY BBEJIM PAcTBOP TIIIOKO3BI M CyKimHarta. Orie-

HUTE Pe3yJIBTaThl OIY4eHHBIX aHaMM30B. OOBSICHUTE IPUUYNHY X M3MEHEHMIA. Apry-
MEHTUPYUTE 11e71IeCO00pa3HOCTh MPOBENCHMS JIEUEOHBIX MEPOTIPUSTHA. 11T 3TOTO:

a) HaMUIIUTE CXeMy MeTaboM3Ma 3TaHoIa B MEUEHU;

0) 00BSICHUTE, KaK IPU OCTPOIl aJIKOTOJIbHON MHTOKCUKALIMKA U3MEHSETCSI OTHO-
menne NADH/NAD™ u moueMy 3TOT ITOKa3aTeNb CONPOBOXIAETCA HAOJI01a€e -
MBIMHM M3MEHEHUSIMU KPOBH;

B) HAIMIIINTE CXEMY ITpoIiecca, MeTaboJIMTOM KOTOPOTO SIBIISICTCST CYKIIMHAT; 00b-
SICHUTEe OMOJIOTMYECKOE 3HAUeHHEe 3TOro Tpoliecca.

18. ®nopua3uH — OpraHUYeCcKoe BEllleCTBO, OTHOCSIIEECS K TOKCUUECKUM I~
ko3ugam. DIopuI3rH COAEPKUTCS B KOPHSX U KOpe CIUB, BUILeH, rpyul. [1pu BBe-
JIEHUH 3TOTO BEIIECTBA SKCIIEPUMEHTAIbHBIM JKUBOTHBIM OJIOKUPYETCST peadbcopOLmst
IJIFOKO3BI B KPOBB M3 MOUYEUHBIX KAHAIBIIEB, 1, KAK CJIEICTBUE 3TOTO, TJII0K03a BBIBO-
JUTCS ¢ MOYOI (BpeMeHHasI TJII0OKO3ypHsl). DTOT CUMIITOM Ha3BaH (DIOPUA3ZMHOBBIM
nradetoM. Ecim skcnieprMeHTaIbHBIM XXKUBOTHBIM B COCTOSIHUM JUIMTEJIBHOTO TOJI0-
JaHWsl BBOOAUTCS (PIOPUAZMH U CYKIIMHAT, TO B MOYEe OOHaApYyKMBaeTCsl HEOOJIbIIIOE
KOJIMYECTBO TJIIOKO3bl. DTO MCCICIOBAHNE TOKA3BIBAET, YTO CYKLIMHAT MCITOIb3YeTCS
B OpraHU3Me KUBOTHBIX JIJIS CUHTE3a T1I0K03bl. OOOCHYIiTE 3TO HAOIIOACHNE, HATIU -
CaB CXeMY CUHTE3a [TIOKO3bI U3 CYKIIMHATA.

19. IMpenapar meTdopMuH (aHaNOrU: TIOKO(Maxk, cuo(op) OTHOCUTCS K TpyMIie
ouryaHuaoB. MeTdopMuH, IojiydaeMblii U3 (paHIy3CKO CUPEHU, MCITOJIb3YeTCs
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IUIST CHDKEHUST Colep KaHusl TIIIOKO3bI B KpoBU. OMHUM U3 AeHCTBUIT MeThopMIHA
SIBJISIETCS TTOAaBJIeHe CUHTEe3a TIIIOKO3bI B ITeYeHN. MeXaHU3M JeMCTBUS 3TOTO TIpe-
rnmapara, BO3MOXHO, CBOAMTCSI K MOJABJIEHNIO Kackajaa peakirii, C MOMOIIbIO KOTO-
PBIX [JIFOKAroH OCYIIECTBJISIET CBOE BIAMSIHME Ha CUHTE3 [JIIOKO3bI B KJIETKaX MeYeHMU.
s o0bsicHeHUs AeiCTBUS MeT(OPMUHA:
a) HaMUIIMTE CXeMY CUHTE3a TJTI0KO3bI B TIEYEHU U3 HEYIJICBOIHBIX TPOIYKTOB;
0) ykaxuTe (hepMEHTbI, aKTUBHOCTh KOTOPBIX PEryupyeT INIIOKaroH, 1 00bSICHU -
Te MeXaHW3M NEeWCTBUS TTIOKaroHa Ha 3T (hepMEHTEHI.

20. IToGouHOe AeiicTBUE TpErNaparoB, coaepKallux MeT(hOPMUH, MPOSIBASIETCS
KaK JIAKTOALMA03. DTO COCTOSTHUE SIBJISIETCSI pe3yJIbTaTOM I1epelo3UPOBKHU TIperapa-
TOB WJIM UX IPUMEHEHUS TIPU COYETAaHUU caxapHOIo AuadeTa ¢ BRIpaKeHHOM cepaey-
HOM, ITOYEYHON UM IMTEYEHOYHOM HEAOCTATOYHOCTHIO, XPOHUYECKUM aJIKOTOJIU3MOM.
OOBbsICHUTE IPUUMHY JIAKTOALIMA03a B ONMMMCAHHBIX cuTyanusax. O0OCHYITe CBOM BbI-
BOJIbI, HAITCAaB COOTBETCTBYIOIINE CXEMBI.

21. Bo Bpemst o0OciieioBaHMs y MallMeHTa BbISIBJIEHBI aHEMUS U HAJTUUKE B 9PUTPO-
LIMTax Tejiell XaiHila — pe3yJbTaT arperaliiuy poToMepoB reMOTI001MHa BCJICACTBUE
okuciaeHus SH-rpynm HMcTeMHOBBIX OCTaTKOB I'eéMOIJIOOMHA aKTUBHBIMU (hOpMaMu
KHCIOpOIa M 00pa3oBaHUs TUCYTHLMUIHBIX CBsI3eit. Kakue HapyIeHns B MeTabOoIM3-
M€ BPUTPOLIMTOB MOTYT OBbITh MPUUYUHON JaHHON KIMHUYecKou cutyauuu? Jis pe-
LLIEHUS 3a7a4u:

a) YKaXuTe, C MOMOIIbIO KaKUX peakluii LIMCTEMHOBbIE OCTAaTKM TFeMOIJIOOMHA

MOJIEPXKUBAIOTCS B BOCCTAHOBJIEHHOM COCTOSIHUU;
0) Ha30BUTE KOGEPMEHT, KOTOPbIil yJaCTBYET B 9TOM IIPOIIECCE; HAIIMIIUTE CXEMY
TIpoliecca, BKOTOPOM 00pa3yeTcst BOCCTaHOBIIEHHAsT (popMa 3TOTo KopepMeHTa;
B) YKaxwuTe, aeheKT padoThl KAKOTo (hepMeHTa MOXKET NMPUBECTHU K Je(PUIIUTY He-
00X0IMMOro KohepMeHTa U ObITh MPUYMHOMN ONUCAaHHON KIMHUYECKON cUTya-
LIVN.

DTaNOHbl OTBETOB K TeCTOBbIM 3afaHNAM

I.1-T,2—B,3— .
2.a) b;06) 1; B) B.

3.a) B;6) B; B) B.
4.2)T:6)B;B) ;1) A, B, 1.
—b,2—B,3—A.
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12.1—B,2 —A,3—[I.
13.A,B,B,T, /1.
14.1—A2—1,3—T.
15.],A,B,B,T.
16.A, B, B, 11
17.1—B,2 —A,3—B.
18a.1 —A,2—B,3—B.
186.1 — 12 —T, 3 —B.
19a.1—/1,2—A,3—B.
196.1—B,2—B,3 —[I.
20a.1—B,2 —J,3—T.
206.1—11,2—T,3 —B.
2.1 —A,2—J1,3—T.
22a.1—B,2—A,3—T.
226.1 —A,2—J1,3—T.
228.1—B,2—A,3—T.
2r1—B,2—J1,3—A.
21 1—B,2—T3—A.



ObmeH aunudoe

IMenu usyyenus. 3HaTb U yMETb OOBSICHSITh:

MPOIIECCHl TIepeBapyMBaHus W BCAaChIBAaHUS JIMITMAOB, POJIb MaHKpeaTHIeCKOM
JINTIA3bl U XKeJYW B YCBOCHUM MPOAYKTOB I'MAPOJIN3a XUPOB, KUPOPACTBOPU-
MbIX BUTaMuHOB A, D, E, K 1 noirHeHachIIeHHbIX XXKUPHBIX KMCIOT; IPUYM-
HBI CTEATOPEU M XKETIHOKAMEHHOM 00JIe3HN;

MepeKII0YeHNE MPOLIECCOB 3allacaHusl SHEPruyM B BUIE TPUALMITINIIEPOIOB
(TAT') Ha ucnonb30BaHUE IJI HYXKI OpraHM3Ma IIPU CTPECCOBBIX CUTYaIIUSIX,
TOJIOJAHUM, caXapHOM nuadeTe, ydacThe TOPMOHOB B MX PETYJISILIN;
TPaHCHOPT JUMUIOB B BUAE JUIIONPOTEMHOB Pa3HOM MIOTHOCTU W BIMSIHUE
JIEKApCTBEHHBIX MPENapaToB HAa UX COCTAB U COAEepXKaHUE, MPUIMHBI, TIPUBO-
JsIIre K JUCIUIIONPOTEMHEMUSIM U aTePOCKIIEPO3Y;

3HaYeHNE 3MKO03aHOUIIOB B Pa3BUTUU BOCIAJIUTEIbHBIX peaKluii, TpoMO0O00-
pa3oBaHUM, OPOHXOKOHCTPUKIIMK WIM AWJIATAllMM, a TaKKe MCIIOJIb30BaHUE
[JIIOKOKOPTUKOMIOB M HECTEPOMIHBIX MPOTHBOBOCIIAJUTEILHBIX IpEIIapaToB
JUJISI CHUDKEHUST UX CUHTE3a;

ydacTue XojecTeposa B cTabMIn3aluy MeMOpaH U CUHTEe3€ APYTUX CTEPOUI0B
OpraHu3Ma, poJib TOPMOHOB B PEry/sIIUKA CUHTE3a XOJECTEPOJia; BhIBCACHUE
XOJIeCTepoJia U3 OpraHn3Ma B COCTaBe MULIEILT XKEJTUM.

Jlunuapsl — paszHooOpa3Hble MO0 XMMUYECKON CTPYKTYpe BelllecTBa, OObeAUHEH-
HbI€ B OIMH KJIACC M3-3a CXOACTBA (DU3UKO-XMMUUYECKUX CBOMCTB. Bee mpencraBute-
JIM 9TOTO KJ1acca — ruapodoOHbIe 1 aMpuduIbHbIe (CoaepKalie TUapoGUIbHbIE
U ruapo¢OOHBIE YIACTKN ) COEIMHEHMSI, BHIMOIHSIONINE pa3HOOOpa3Hble (PyHKIINMN.

TAT u >kupHbBI€ KMCJIOTHI SIBJISIIOTCS TOJITOBPEMEHHBIMU MOCTABIIMKAMU SHEP-
WU JJI OpraHu3Ma.

Ddochoaunuabl, NIMKOIAINAIBI M X0JIeCcTepos1 61arogapst aMGu@UIbHOCTH MO-
JIEKYJT yYaCTBYIOT B 00pa30BaHUU KJIETOYHBIX MEMOpaH.
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e [Ipou3BomHbIE TTOJIMHEHACHIIIEHHBIX XUPHBIX KMCJIOT — IPOCTarJIaHIUHBI,
TPOMOOKCAHBI U JICHKOTPUEHBI — SIBIISTIOTCSI TKAHEBBIMU TOPMOHAMU, YUaCTBY-
IOIIMMU B PETY/ISILIMI KOHLIEHTpau TAM®, Ba3o- 1 GpOHXOAUIATAIINA U KOH-
CTPUKILIMU, CBEPThIBAHUM KPOBU, BOCTIAJIMTEIbHBIX U aJUIEPIMUYECKUX pPeaKIUsX.

e XoJIeCTepOJ — HE TOJbKO CTPYKTYPHbBII KOMIIOHEHT MeMOpaH, HO U IMpelie-
CTBEHHUK CTEPOMIHBIX TOPMOHOB, XETYHBIX KUCIOT U BUTaMUHa Dj.

9.1. CTpoeHne OCHOBHbIX INNNAOB OpraHn3ma

Kupol, unu TAT, ipenctaBisitoT co00# clIoXHbIe 3(UPDI TAUIIEPOa U BICIINUX
KMPHBIX KUCIOT (puc. 9.1). ¥V denoBeka XHUpHbIE KUCIOTHl UMEIOT YETHOE YMCIIO
YIJIEPOTHBIX aTOMOB. Cpeny HAX pas3InJaroT:

e HaCbIMEHHbIE, O0IIas CTPYKTypa KOTOPBIX MOXET ObITh 3amucaHa Cclaenylo-
mwuM obpaszom: CH,—(CH,)n—COOH. Hymepauusa atomoB nger or COOH-
IPYIIIBL; YIJIEPOAHBINA aToM, BXOASIMI B KOHUEeBYI0 CH,-rpymnimy, Ha3bBatoT
®-YTIepoTHBIM aToMOM. OCHOBHBIMM TIPEACTABUTEISIMA STOM TPYIIIIBI SBJIS-
forcs nanbMuTHOBas (C16:0), comepkaHue KOTOPOI B XMpax YeJIOBeKa CO-
craBisieT 23—30%, n creapuHoBas (C18:0) KuCIOTEHL.

7151 KpaTKOM 3aMUCH KUPHBIX KUCIOT OOBIYHO BBOIST CJEAYIOLINE CUMBOJIbI:

Cn — 4KCIIO YIIePOAHBIX aTOMOB, Yepe3 IBOCTOUNE — YMCIIO NIBOMHBIX CBSI3EH,

a B CKOOKax ¢ meprcoM A — HOMepa YIJIepOIHBIX aTOMOB, TIPH KOTOPBIX HAXO0-

ISITCSI ABOMHBIE CBSI3N;

e MOHOHEHAChIeHHbIe: MajbMuToonenHoBast C16:1 (A9) u omenHoBas C18:1
(A9) xucnotel. B TAT uenoBeka coaepxaHue 0JeMHOBOI KHUCIOTHI COCTABSIET
20—25%;

® TOJHHEHACHIMEeHHbIe (MU TOJMEHOBbIC) KUCIOTHI TMTOYTH HE CUHTE3UPYIOTCS
B OpraHU3Me U SIBJISTIOTCS He3aMEeHHMBIMH MJTU 3CCEHIIMAIBHBIMU TTUIIEBHIMU
dakTopamMu. 3amrCh 3TUX KUCIOT OCYIIECTBIISIOT IBOSKUM CIIOCOOOM, WC-
MTOJTb3ys HyMepalllio OT ®»-aToMa ¢ YKa3aHWeM HOMepa aToMa, IIpu KOTOPOM
HaXOIUTCs ABoMHas cBs3b, Wi oT COOH-TpyIIIBl, Kak YKa3bIBaJIOCh BHIIIIE.
COBOKYMHOCTb OCHOBHBIX 3CCEHIIMATbHBIX BBICIIIMX KUPHBIX KUCIOT 0003HA-
yatoT Kak BuTamuH F. K HUM oTHOCcATCS:

— muHoneBas (w-6) kuciora — C18:2 (A9, 12), comepXaHne KOTOPOU B JIMTTN-
nax gemoBeka coctapisgeT 10—15%, XOTS B TKaHSIX OHA COBCEM HE CUHTE3M-
pyertcs;

— JuHoseHoBas (w-3) kuciaora — C18:3 (A9, 12, 15), crmocoOHast CUHTE3UPO-
BaTbCS B OPraHM3Me KUBOTHBIX B OU€Hb MaJIbIX KOJIMYECTBAX;

— DUKO3amoJIMeHOBbIE KUCJIOTHI, BKJIoYaronme 20 YIJIepoaHBIX aTOMOB.
OCHOBHOI1 IpeACTaBUTENIb — apaxumoHoBast (0-6) kuciora — C20:4 (A5, 8,
11, 14), yacTUYHO CUHTE3UPYIOILIASICSI B OPraHU3Me U3 JTMHOJIEBOI KUCIOTHI.
Ee comepskaHme B cocTaBe JIMITUIOB COCTaBIIsIET OKOJIO 8% OT KOJIMYecTBa
BCeX XKMPHBIX KUCJIOT YejioBeKa. B prIObeM KMpe, pacTUTEIbHBIX Macliax
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Puc. 9.1. CTpoeHune OCHOBHbIX MUNNAOB TKaHEW YesioBeKa

BCTpeuaeTcsl siiKo3areHTacHOBasl (m-3) KUCI0Ta ¢ TMSIThIO ABOMHBIMU CBSI-
3IMU.

TpualLMININIEPOJIbl SIBJISTIOTCS BBICOKOKOHLIEHTPUPOBAHHOU (hOPMOil SHEpPIUMu.
IIpu oxucnenuu 1 T Xxupa BeimesgeTcs 9,3 KKail, 94To TIOYTH B IBa pa3a OOJIbIIE, YeM
MPU OKMUCJIEHUHN TAKOTO Xe KoJndyecTBa 0eJKoB uian yrieBoaoB. Yaiie Bcero TAI co-
JiepKaT pa3HbIe XKUPHbIE KUCIOTHI B a- U B-TOJTOKEHUSIX, CaMasi HeHAChILIEHHAsT KUC-
JIOTa, KaK MPaBWIo, MPUCOSAUHSIETCS B B-ITOJ0KEHNE MOJIEKY/Ibl. B Ha3BaHUSIX KUPOB
IepBOHAYAILHO TTEPEUMCIISIOTCS XKUPHBIE KUCIIOThI C 3aMEHOM OKOHYAHUS -aT Ha -WJl
U yKazaHueM cnupTa — mmuepoiia. Hanpumep, TAI, BKIIOYAIONINA B 0,-TIOJIOKEHUSIX
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MaJTbMUTUHOBYIO 1 CTEAPUHOBYIO KMCJOTBI, @ B B-TTOJIOKEHUN OJIEMHOBYIO KHCJIOTY,
OyzeT Ha3bIBAThCS MAIbMUTOWII-OJICUJI-CTEAPOWIT TJIULIEPOIL.

Docho- 1 NIMKOJTUITUIBL, X0JECTEPOJT SIBISIIOTCS OCHOBHBIMU KOMITOHEHTAMU MEM-
OpaH 1 UX CTpOeHME OBLIIO OIMCAHO paHee B pasuede 4.

9.2.MNepeBapuBaHve NUNNAOB

CyTtouHas moTpeOHOCTh YeaoBeKa B kupax cocTtaBisier 70—80 1, XoTd B muile-
BOM pallMOHE UX cojepxXaHue MoxeT KojedaTbcst oT 80 mo 130 . Y B3pochbIx Jio-
JIeil pacuiernjeHue MUIIEBbIX XKUPOB HAUYMHAETCS B JBEHAALIATUIIEPCTHON KUIIIKE.
O0s13aTeIbHBIM YCJIOBUEM TepeBapyuBaHUs SIBJSIETCS 3MYJAbTMPOBAHME — CHIKE-
HUE TTOBEPXHOCTHOTO HATSKEHUsI Ha TpaHUIIe pa3neia Boaa—XKUp, TaK KakK >KUPbI
ruapo@oOHbI U CoAepKaTCs B KJIeTKax B BUIe Oe3BOAHBIX Karejb. OCHOBHYIO pOJib
B 9TOM MPOLIeCCe NTPAIOT XKETIHbIe KMCIOTHI, BXOISIINE B COCTaB XKemuu (puc. 9.2).
Bynyun ambuduabHbIMU MoJIeKyJIaMi, OHU OKPYKaloT Karulio Xupa u ClioCOOCTBY-
0T ee APOOJIEHUIO HA MHOXECTBO MEJIKUX KareeK. TakuM 00pa3oM MOJIEKYJIbI Krpa
CTAHOBSTCS TOCTYITHBIMU JUTSI IEWCTBUS JIMIIA3, COAEPKALIMUXCS B COKE MOMXKETY0Y-

oo CoO
OH
CH CH;
H,yC H,yC
HO OH HO OH
H H
XoJieBas KHUCJIOTa XeHO[[eL’)OKCI/IXOHCBaﬂ KHUCJIOTa
(I? H
C—N—CH,COO"
OH
CH
H,C
HO OH
H

IukoxoseBast KUCaoTa

Puc. 9.2. CTpoeHue »KenyHbIX KACOT.

TMapodunbHbIN yuacTok B MoJieKynax 06pasytoT —~OH-rpynnbl B nonoxxeHusx 3, 7 NoAMUUKInye-
cKkoin cTpyKkTypbl 1 COO-rpynna 60KOBOro paamKkana, a B KOHbIOIMMPOBAHHbBIX MPOV3BOAHbBIX —
BECb YYaCTOK, HAUMHaA C KAPOOHMIBHON rpynMbl 6GOKOBOro pagukana
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HOI XeJie3bl. B a9MyIbrupoBaHUU MUILIEBOTO KUPA TOMUMO MUILEJLI 2KeJ4H, B COCTaB
KOTOPBIX BXOISAT (hOCHOMUMUABI, KeTUHbIe KUCIOTHI, XOJECTepO B COOTHOIIEHUN
1:12,5:2, yuactBytoT nonsl K*, Na*, conu Bbicumx xupHsix kuciot, CO,, 6Gukap6o-
HaThl TTAaHKPEaTUYEeCKOTO COKa M MepucTalbTUKa KullleuHuKa. KeauHble KUCIOThI,
CUHTE3MPOBaHHbIC B MeYEHU, Ha 2/3 KOHBIOTUPOBAHBI, T.€. 0OPa3yOT MPOU3BOIHbBIC
¢ MOJIeKyJaMU TJIMLIMHA U TaypuHa, YTO YCWJIMBAET AMYJIbIMPYIOIIME CBOMCTBA 9TUX
COCIUHEHUMN.

B mpocBeTe KuIleuHMKa MPOMCXOANT aKTHBALIMS NMAHKPEATHYECKO Juma3bl 3a
CYeT TMPUCOCTNHEHUS K (PepMEHTY Oe/IKa-aKTHBaTOpa KOJHMINA3bl, KOTOPHIN TOXKE
CUHTE3UPYETCs B TTOIKETYyTOUHOM XKesle3e U TMOCTyNaeT B KUIIEUHUK B COCTaBe MaH-
Kpeatuueckoro coka. OOpa3oBaHuEe KOMIUIEKCaA JWMa3bl UM KOJUMAa3bl U3MEHSIET
KoHdopmMalmio depMeHTa, aKTUBUpYeT ero u cMmeinaet pH neiicteus ¢ 9,0 mo 6,0.
Ilankpeatuyeckas Jaumasza — TMIpoOJa3a, OTLICTUISAIONIAs C BBICOKON CKOPOCTHIO
JKUPHBIE KUCIOTHI U3 O.-TIOJIOKEHU MOJIEKYJIbI, TIO9TOMY OCHOBHBIMHU TPOMYKTa-
mu rugponusa TAID gBnsiroTCs MOHOAUMATINLEpoJbl (2-MAI') u XXupHBIE KHUCIOTHI
(puc. 9.3).

B cocraBe coka momkeayaouyHOU Keje3bl MPUCYTCTBYIOT U JIpyrue TMAposasbl,
YUYacTBYIOIIME B PaClICUIEHUN JUIUAOB MUIIU. DTO — XO0JeCcTepojacTepa3a, Ka-
TaTU3UPYIOIIAs paclieruieHue 3(pUpoB XoJecTeposa M0 BBICIIMX XUPHBIX KUCIOT
1 CBOOOIHOTO X0JjiecTepoia, 1 Habop (ocdoaunas, paciieruisiiommnx Gochoaunuabl
Ha BBICIIINE KUPHBIE KUCIOTHI, TIIUIEPOJI, OCTaTOK (hoCc(HOPHOI KUCIOTHI U a30TH-
CTO€ OCHOBaHME — XOJIMH, CEpUH WJIN 3TaHOJIaMUH (puc. 9.4).

MepeBapuBaHue TAl monokKa y rpyaHbIX feTen
n geTen mnaglwero sBo3pacrta

B coctaB TAT MoJioka BXOAST XXUPHbIE KMUCJIOTbl C KOPOTKOM JUIMHOM Lienu ot 4
10 12 yriepoaHbIX aTOMOB. B ceKpeTOpHBIX Xejle3axX SI3bIKa U KeJyaKa CUHTE3UPY-
eTcs JmIasa, padotatomasa npu pH 7,0. OHa oTmieIUIsIeT B XeJIyaKe OCTaTOK OTHOI
SKUPHOM KHUCITOTHI U3 o-TiotokeHnst TATT mosoka. OcBOOOAMBIIASICST KUPHAsT KHC-
JIOTa BCACBIBACTCS B XKeJIyIKe WM KUILIeYHUKe, a auauuarauuepon (JIAD) noctynaer

0 ) Kupnsie
[l KHCIIOThI
8 CHZ—O—C— R, 2 HZO (l)l CHQOH
R2—C—O—(|ZH ﬁ N = R2—C—O—$H
11
Cty-0—Cog, Mampeamuicesas Lron
Tpuanunraumepost 2 — MOHOAIMITIIHAIIEPOIT

Puc. 9.3. Tugponu3 TAl naHKpeaTuyecKkom n1mnasomn
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Puc. 9.4. Tugponu3 adpnpoB xonectepona n pocdonnnnaos:

A — rngponus 3¢upoBs xonectepona; b — ruagponus ¢ochonmnuga Ha npumepe bocdatnann-
XONUHa — NeunTrHa

B KUIIIEYHUK U MOABEPraeTCs TMAPOIn3y ITaHKpeaTudeckKoi auna3oii 1o MAI u xup-
HOU KMCJIOTHI.

9.3. BcacbiBaHMe NpOAYKTOB rmagposnsa nunnaos

IT1oxo pacTBopuMbIE B BOJHOM cpelie MPOAYKThI TUIPOJIN3a JUTTUI0B — BbICIINE
JKUPHBbIE KUCIOTHI, 2-MAI, xonecTepoJ, a Takxke MOCTYMUBILUE C TUILIEeH Xupopa-
ctBopuMble BUTaMUHBI A, D, E, K — BKITIO9aloTCs B MULIEJIJIBI XKEI9r, 00pas3ys cMe-
maHHble MUIeJIbl. B Takoit (popMe oHM BcachiBarOTCsl KJIETKaAMM CIU3UCTON 000-
JIOUKU KullleyHuKa. [Tpyu BcacblBAHUM 3TOT CJIOXKHBIN HAAMOJEKYISPHBIA KOMILIEKC
pacnanaetcs. ZKeJuyHble KUCIOTbI C TOKOM KPOBM TMOCTYNAIOT B MEUY€Hb, a OTTY/AA ye-
pe3 XeJUHbIe TPOTOKU B XKETUHBIN My3bIPb U 3aT€M B COCTaBe MULIEII XKEJTYU CHOBa
WU3JIMBAIOTCSA B KUIICYHUK. V3 KUIIeYHNKA 0KOJI0 5% XKETIHBIX KUCIOT BHIBOIUTCS
C KajJoM, a OCHOBHAasl Macca BcachIBaeTCsl, LIMPKYJIUPYS M3 TIEYSHU B XKEJYHbBIN My-
3bIpb, KMIIEUHUK U CHOBA B MeUYe€Hb. DTOT KPYroOOOPOT XKEJUHBIX KUCIOT MOJTYUUIT
Ha3BaHUE IHTeporenaTuyecKoi nupKyasauuu. [Torepu KeTuHbIX KUCTOT B KUILIEYHU -
K€ BOCTOJIHSIIOTCS 32 CYET CUHTEe3a B MeUeHU U3 xoJecTepoia. [nuiepo, Oyayuu Be-
1LIECTBOM XOPOILIO PAaCTBOPUMBIM B BOJHBIX CpeaxX, BCAChIBAETCS O€3 yUacTH sl KeTuu.
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Hapymienus, BeI3BaHHBIE CHIDKEHHMEM ITOCTYIICHUS TTAaHKPEATUIECKOM JIMIIA3hI
(TIpm TTaHKpeaTHUTe) WK KeTIH TIPY HETOCTAaTOUYHOM XKeTueo0pa30BaHUM WU 3aKy-
MOpPKe XeJIUYHBIX MPOTOKOB (keTUHOKaMeHHasi 00J1e3Hb), CHUXKAIOT CKOPOCTh I'MAPO-
JIU3a JIMIUIOB U COMPOBOXIAIOTCSI cTeaTopeeil — MOSIBICHUEM HepaclleIIeHHbIX
>KUPOB B cocTaBe dexkanuii. [Ipu 3ToM CHMXKaeTcs1 BCaChIBAHUE MOJTUEHOBBIX KUPHBIX
KMCJIOT U XX1popacTBOprUMbIX BuTaMuHOB A, D, E, K, 4To npuBOAUT K pa3BUTUIO T~
ITOBUTAMUHO30B.

9.4. PecuHTe3 3K30reHHbix TAl B KneTkax cnmsncrom
KuLeYHVKa N X TPaHCMOPT NO KPOoBUn

M3 poayKTOB TMAPOJIN3a XKUPOB B KJIETKAX CIM3UCTON KUIIEYHUKA UAET CUHTE3
TAT. IlpenBapuTenbHO KMPHBIE KHUCIOTHI aKTUBUPYIOTCS TIpU ydacTuu anmui-KoA-
CHHTETa3, CIleLU(UUYHBIX K IJUHE YIJIeBOAOpoaHoro paaukaia. CyllecTByeT Tpu
BUaa (DEpPMEHTOB: OAWH aKTUBUPYET KUPHBIE KUCIOThI, BKIIOUAtoIIme 2—3 yriaepo-
HBIX aToMa, APYroil crneluuieH K KUPHBIM KHMCIOTaM CO CpeIHEel IIMHON Lenu
B 4—12 yrinepomHbBIX aTOMOB, a TpETUl IipeBpalaeT B aumi-KoA mIMHHOLEITIOYeUHEIe
JKMPHbBIE KMCJIOTHI, cocTosme U3 12—24 yriiepoJHbIX aTOMOB.

Aumn-KoA-cuHTeTasa
R-COOH + HS-KoA + AT® R-CO~S-KoA + AMCD+H4P207.

Jlanee akTUBUPOBAHHBIE XUPHBIE KUCIOTHI gocTtpauBaioT 2-MAI no TAI mpu
yyactuu (pepMEHTOB — TpaHcanuaa3 uiy amuarpancdepas (puc. 9.5).
[uapododbHbie TAIT BKiItOUalOTCS B BOJOPACTBOPHMMbBIE HAAMOJEKYISIPHBIE KOM-
IUIEKChl — XHJIOMHKPOHBI (puc. 9.6), mpencTaBisiolie cob0oil OMWH M3 BUAOB JIN-
MOIMPOTEUHOB, 00ECIIEUMBAIOIIMX TPAHCTIOPT XKUPOB 10 KpoBU. OHU SIBSIIOTCS che-
PUYECKMMM YacTULIAMU, BHYTPEHHEE COAEPKMMOE KOTOpbIX 00pa3ytoT TAI u apupst
X0JIECTEPOJIa, a HAPYKHYI0 000JI0YKY — (pOChHOIUITNIBI, XOIECTEPOJI U OSTIKN: UHTE-
rpajibHble (TpoHM3bIBatolIne (hochOMMNUAHBIN C/I0i) U nepudepruiyeckre (B3auMo-
JIEUCTBYIOIIME C HAPYKHBIM CJIOEM MeMOpaHbI).
B cocraBe xunoMukpoHoB (XM) 3K30reHHBIE KUPbI Yepe3 JUM@aTUIECKYyIO CU-
CcTeMy IIOCTYIIalOT B KPOBOTOK, I1ie MOMUMO XM, OCHOBHOU TpaHCIIOPTHOI (DOPMBI
9K30T€HHOI0 XKHUpa, MPUCYTCTBYIOT W IpYTye JIUIONPOTEUHBI (Tad. 9.1). Tak:
e JIUIIONPOTEMHBI O4eHb HU3KOM rioTHocTU (JITTIOHII) TpaHcmopTupyoT CUH-
TE€3MPOBAaHHbIE B IT€UEHU IHIOTEHHbIE XUPbI U XOJIECTEPOJI;

e JIUMoNpoTeuHbl mpomexytouHoit ruiotHoctu (JITIIIIT) oOpasywoTcs u3
JITTOHIT nopn, neiicrBuem JIII-Jmma3pl, pacroyioXXeHHON Ha CTEeHKAX COCY/IOB,
U SBJISI0TCS npenmectseHHuKamu JITTHIT;

e JuIonpoTerHbl HU3KoM rotHoctu (JITTHIT) mepeHocsT X0/1ecTe posl K TKaHsIM;

e JuIonpoTerHbl BeicOKOM mioTHocTu (JITIBIT) oGecrnieunBaioT mocTtaBKy Oeli-
KOB Ha JIpyTHe JUMOMPOTEUHbI 1 MEPEHOC XOJeCTepoia OT TKaHel B IeYeHb.
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Aggur-Kad Avyan-Kad
Puc. 9.5. PecuHTes TAl B KneTkax CIM3NCTON KMLLIEYHMKA
Doogonings
sl XONeCTEpOTaE
Mepwdepwacnii
pepustr ol AONBLTEDON
MOHDCAON B OCHOBHOM 143
AT HBD TANHO0E
MisrerpanHsin TEHaLMNMHLEpassl
anabenay
Puc. 9.6. CTpoeHue nMnonpoTenHoOB.
AApo YacTMubl NpeacTaBieHo HenonApHbIMU nunugamu: TAT 1 3bupamu xonectepona
Tabauya 9.1
CocTaB OCHOBHBIX JIMIIONPOTEHHOB KPOBH YejioBeKa (%)
Jlnnonporensi X:;‘(‘)’;‘l‘ JITIOHIT JITIIIT JIHIO  JIIBO

TAT 85 55 26 7 3

Benku 2 10 11 22 50

Dochomunuabt 3 18 23 21 27

Xouectepoit (Xc) 2 7 8 8 4

BDbupsl Xc 3 10 30 42 10



Pasgen 9. O6meH nnugos 283

e T Lt ]
— | [T

iiFsifsii

>
CHorieribiniib
Xp

Pl ot
i

Puc. 9.7. MeTabon13m X1MinoMnKpoHOB

B xkposeHOoCHOM pyciie XM koHTakTupytoT ¢ JITIBIT u Mexay HUMU MPOUCXOAUT
00MEH MeMOpaHHBIMU OesikamMy — anoJunonporenHamu. XM nionyyatot ot JITIBII
AnoC,,u AnoE, a xunomukpons! otaatot Ha JITIBIT AnoA, . [Tonyuns AnoC,, u AnioE,
XM u3 He3peioil hopMbI ITPeBpallialoTCs B 3peJible YACTHIIbI, TAK KaK 3TU OeJIK1 00e-
CrieynBaloT gajapHernmmii Mmetabonusm XM. AnoC,; — aktusatop JIIT-nmunasel, dep-
MEHTa, JJOKaJTU30BaHHOTO Ha 3HAoTennn cocynos. C nomouiptio AnoC,; XM cB43bI-
Batotcs ¢ JITT-numnasoit, Koropast ruapoau3yeT Haxonsuuecs: BHyTpu yactull TAT Ha
mntepod 1 Beicime XupHbie KucIoTel (BXKK). XM Ha 85—90% coctosT uz TAT,
T03TOMY, Tepsisl XKUPbI, OHU TMpeBpaiiatoTcs B octatounbie XM. IlocienHue Bo3Bpa-
watoT AnoC,; Ha JITIBIT n ynansiorcs u3 kpoBoToka ¢ nomouusio AnoE. Penienropst
KJIETOK TMEeYEHU CBI3bIBAIOTCS C 9TUM OEJIKOM U TMOIIOLIAI0T YaCTUIIbI 10 MEXaHU3-
My 3HaouMTO3a (puc. 9.7). B K1eTKax meyeHu 3HI0COMbI CJIMBAIOTCS C JIM30COMaMU,
U CONEPXKUMOE OCTATOYHBIX XWJIOMMUKPOHOB TMIPOJU3YIOT JIM30COMasIbHbIE (ep-
MeHTbl. ObOpasyroliyecsi MPOAYKThl UCTIOJb3YIOTCS /IS BHYTPEHHUX HYKI OpraHa.

9.5. DHAOreHHbIN CUHTE3 XKNPOB B Nepunoa nueBapeHnn

B abcopOTHBHBIN TEepUOJ WIM MEepUo] MUllleBapeHUsl YacTh SHEPrOHOCUTENIEN,
TaKMX KakK TJI0KO03a U XKUPHbIE KUCJIOTHI, 3amacatorcs B Buae TAI B crienimanusupo-
BaHHBIX KJIETKaX XKMPOBOI TKAHU — aauIoLIMTaX. B 3TOT neproa B KpOBU MOBBIIIIA-
€TCS1 KOHILIEHTPALIMS TJIIOKO3bl M YBEJIMUYMBACTCS MHCYIMH/TJIIOKAarOHOBBIM MHICKC.
Wucynun nanynupyer cuHTte3 JIIT-mumassl 1 ycKopsieT TOCTYIUIEHNE SK30TeHHBIX
BBICIINX KUPHBIX KUCIIOT B aIMIIOINTHI, TIIe OHU MUCITOIb3yIoTCd Ha crHTe3 TATL

Yrunuzaius rioKo3bl MeUYeHblo, MbIIIIAMU U XXUPOBOK TKaHbIO aKTUBUPYETCS
MHCYJIMHOM, TaK KaK OH CTUMYJIMPYET BKJIIOUEHME NEPEHOCUMKOB I1oKo3bI [JIHOT-4
B MeMOpaHbI KMPOBOIl 1 MBIIIEYHON TKaHE U TAKUM 00pa3oM JeaeT UX MpoHuUlia-
€MBIMU JIJI5 TJIIOKO3BI.

B meyeHu ropMoH MHAYLMpPYET CHHTE3 IIIOKOKMHA3bI, (ochodpyKTOKMHA3I
U TIMPYBAaTKWHA3bl, KOTOPbIE YaCTh IJIIOKO3bl, HE MCMOJb30BAHHON HA CUHTE3 TJU-
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KOTeHa, OKHMCJISIOT B IelaTolUTax J0 MUpyBaTa B MPoLEecce adpoOHOro MIMKOJIN3a.
ITpouecc ycKopsieTcsT He TOJIBKO 3a CUET YBEIMUYEHUS KOJIMYeCTBa 3TUX (hePMEHTOB, HO
1 OJ1aromapst TOMY, YTO MHCY/IMH, aKTUBU Y crielnguriecKyto ocdomnporentdocha-
Tazy, nepeBoaut bBUM-bepMeHT 1 MUpyBaTKUHA3Y B 1e(HOCHOPUIMPOBAHHYIO (DOPMY.
B 3Tux ycaoBusix ycKopsieTcst CuHTe3 GpyKT030-2,6-(hocdara — MOIITHOIO aKTUBATO-
pa ochodpykToKrHA3BI M MpyBaTa U3 hochoeHoarpyBaTa (CM. pasaei §).

CuHTE3 BbICLLUNX XUPHDbIX KUCNOT

ITupyBaT M3 IIUTO30JIS1 TPAHCIIOPTUPYETCS B MUTOXOHAPHUH, TIe YACTMUHO TIOMI-
BepraeTcs OKHCJIUTEIbHOMY AeKapookcuamposanuio [1/1K xoMriekcom ¢ odpa3oBa-
HueM aneTuia-KoA, 1 KapOoKcuaupyercss NMpyBaTKapoOKCHIA30ii ¢ 00Opa3oBaHUEM
oKcajoanerara.

O0a npoaykra B peakuuu, Kataausupyemoit ¢pepmeHTom LITK — murparcunTa-
30if, TIpeBpaIIalOTCS B IIUTPAT U C TIOMOIIBIO COOTBETCTBYIOIIEH TPaHCIOKAa3bl T0-
KUJAI0T MUTOXOHApUU (puc. 9.8). YTeuka uutpara B HUTO30JIb OOBSICHSIETCS] TEM, UTO
B aOCOPOTUBHEBIN TIEPUOJ B MUTOXOHAPHSIX 00pa3ytoTcs 6osblie KoandectBa AT
u NADH, koTopble, SIBISISICh aJJTIOCTEPUYECKMMU UHTMOUTOpAMU M30LIMTPATIET -
JIPOT€Ha3bl U 0L-KETOMIYTapaTAerupOre Ha3HOro KOMIUIEKCa, CHUXKAIOT UCTIOIb30Ba-
HME LIUTpaTa B LIUTPATHOM LIMKJIE.

Crie

Mpyesar

NADt
Aeraporedasat—NADH

Ccano- Auunu‘:-l{n.ﬁ.. Cikcanoauerar Aueman-KoA

ELLE‘FHT\]/

Y
Uusrpar —=" Llurpar

LinTpar-
nWasE

@ WIHmyLs chepnie HTOR WHOY MAHoRM
Puc. 9.8. O6pa3oBaHue 13 roKo3bl auetun-KoA — cybctpata cmHTe3a BXKK
B nuro3onie uuTpaT pacnamaeTcs Ha okcajoaleTaT U auetwi- KoA npu yyactumn

(l)CpMCHTa HUTPATIUA3BI. Anetmin-KoA BoBjieKaeTcsl B CUHTE3 BBICIINX KNPHBIX
KHMCJIOT, a OKCaJloaleTaT II04 JICUCTBMEM LMTOILIA3MATHYECKOM MaJjJaraerumapore-
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Ha3bl BOCCTAHABIMBAETCS B MajaT, KOTOPbIA J1MOO C MOMOIIBIO COOTBETCTBYIOLIEH
TPaHCJI0Ka3bl BO3BPALIAETCS B MUTOXOHAPUHU, JIMOO C MOMOILIbIO MAJUK-(epMeHTa
TMOIBEPTAETCsI OKUCIIEHUIO M JIEKApOOKCUIMPOBAHUIO C 00pa3oBaHWEM THMpyBaTa
n NADPH-noHopa Bogopo/ia B peakiiysix BoccTaHOBIeHUs pu cuHTe3e B2KK.

MHCyIMH MHAYIMpPYET CMHTE3 UMTPATIMA3BI U MAJIMK-(epMenTa. Peakiius, kKa-
TaJu3upyeMasl LIUTpaTINa3oil, UIeT ¢ 3aTpaToit MoieKynbl AT®, sHeprust KOTopoii
3aTpauyMBaeTcs Ha 00pa3oBaHWE MAaKPOAIPIrUUYECKON CBS3U MEXIAY OCTATKOM alleTusa
u HS-KoA (puc. 9.9).

[co0'!
! ! AT®D AJI® +Pi r-----=- g COO
Lt HSIA 4 0 =0
HO—?—COO' \ » ICH3C~S—KoA + I
AT®-1mtparinaza fmet ! CH,
CH, P Anerun-KoA |
Loer CO0
[utpar Okcanoarnerat

Puc. 9.9. Peakuus, KaTanusnpyemas LmuTpaTivason

OCHOBHYIO peTyIsITopHyIo peakiuio cuHTe3a BXKK karanusupyer OMoTuH-conep-
Kaiuii pepmeHT — anermi- KoA-kapookcuaasa, B xoae Kotopoii auetui- KoA npe-
Bpaiiaetcsi B MajloHwi-KoA (puc. 9.10).
bnaromaps kiroueBoMy IMOJIOXKEHUIO 3TOM peakiuu B cuHTe3e BZKK akTuBHOCTD
aneTuia-KoA-kapOoKcuiia3bl MOXET U3MEHSThCS B LIUPOKUX MpeIeiax MyTeM:
e accoUUANMM ¥ JUCCONUAIMU MPoToMepoB. LluTpaT cTuMynpyeT accolmaliuio
1 MOBBIIIAET aKTUBHOCTD (DEpPMEHTA, a yBeIMYeHUE KOHLIeHTpauuu auui- KoA
YCKOPSIET IUCCOLIMALIMIO TTPOTOMEPOB U CHMXKAET aKTUBHOCTh (PEPMEHTA;

e dochopummpoBanus u nedochopuaupoanus. VIHCYJIMH cTUMYIUPYET Aedoc-
(hopunmpoBaHue 1 MOBBIIIAET AKTUBHOCTb (DEPMEHTA, a TJIIOKATOH U aJpeHa-
JIUH — (pocopuimpoBaHue U €ro MHAKTUBALIUIO;

e HHAYKIUYU CUHTE3a HOBBIX MOJIEKY] (hepMeHTA 1101 BJIUSIHUEM MHCYJIMHA.

NHCYyIUH MHAYLIMPYET TaKXKe CUHTE3 MOJN(YyHKIIMOHATBHOTO (hepMeHTa — MaJib-
MHUTHJICHHTA3bl, WJIM CHHTA3bl BBICHIMX JKHPHBIX KMCJAOT. CeMb aKTHBHBIX LICHTPOB
9Toro (epMeHTa CHOCOOHBI KaTaJIM3WPOBAThb PNl MOCJIEN0BATENbHBIX PEaKIU.
ITpouiecc HOCUT LIMKIMYECKUI XapaKTep, B XOJ€ KaXIOro LWKJA MPOUCXOAUT Y-
JIMHEHWE XXUPHOW KUCJIOThI Ha JBa yIJIepoJAHbIX aToMa. [TpomMexXyTouHbIe MTPOAYKThI
CHHTE3a OCTalOTCsl CBSI3aHHBIMU C (DepMEHTOM BILIOTH 10 00pa30BaHUS MaJIbMUTHU-
HOBOW KUCJIOTHI.

DepMeHT COCTOUT U3 JIBYX MACHTUYHBIX MPOTOMEPOB, HAa KaXJIOM M3 KOTOPBIX
UMeroTcs ABe PyHKIMOHAIBHO aKTUBHbIe —SH-rpynmnbl: ogHa NpMHALJIEXUT OCTaT-
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Puc. 9.10. CuHTe3 manoHun-KoA v ero perynauus:

A — cuHTe3 manoHun-KoA; b — accoumauua n guccoumaumsa npotomepos aueTun-KoA-kap6ok-
cunasbl; B— docdopunupoanme n gepochopunrpoBaHue depmeHTa

Ky nucrenHa — S,H, a apyrag — 4-docdonanterennrnostanonamuny — P —S,H
(puc. 9.11), KOTOpBIN cONEPKUT MPOU3BOLHOE BUTaMUHa By — maHTOTEHOBOI Kuc-
JIOTBI M IPUCOEAMHEH K paauKaly ceprHa B cocTaBe (hepMeHTa.

IIpouecc HaumHaeTcs ¢ MepeHoca aleTUIbHOro ocrarka or auetwi-KoA nHa H
S,-rpynny ¢epmeHTa Mpy y4acTUM aKTUBHOTO LIEHTPa, 00J1aJalollero alueTUaTpaH -
¢epasHoii akTUBHOCTBIO (puc. 9.12). 3aTeM LEHTP C aKTUBHOCTHIO MaJIOHUJITPAHC-
(bepasbl mpucoenuHsgeT ocTatoK MajgoHWaa oT ManoHuI-KoA k H S,-rpynmne Toro
Xe mporoMepa (peakuus 1). B peakiiuu 2 KaTaau3upyeMmoil KeToalMICUHTAa3HbIM
LIEHTPOM alleTUJIbHBIN OCTAaTOK TepedpachbiBaeTCsI HA MAJIOHWILHBIN OCTaTOK Ha Me-
cto —COOH-rpynmsl, KoTopas BbITeCHAETC U3 MoJieKyJbl B Bune CO,. O6pasyercs
MepBbI TPOMEKYTOUHBIN MPOAYKT cUHTe3a — atietoaleTwi-E (E — dbepMeHT), cBs-
3aHHBIH ¢ S,-rpynmnoii hepmeHTa THOI(DUPHON CBA3BIO.
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TuosTaHOIaMHH CH

Manonun-KoA

Puc. 9.11. CrpoeHue pocdonaHTeTEUHTNOSTaHONAMIHA

ITocnenyronye peakiinyi HarpaBieHbl HA BOCCTAHOBJIEHUE [3-KETOTPYIINbI U TIpe-
BpalleHue ocTtarka aieroaueTusn-E B Oyrupun-E. Tlpu atoM cyOcTpaT, KOBaJeHT-
HO CBSI3aHHBIN C (pepMEHTOM, C MOMOIIbI0 (hOCHONMAHTETEMHTUOATAHOJAMIHOBOM
«pYKHW» TIEpeMelllaeTcsl U3 OJHOTO aKTUBHOTO LIEHTpa B JAPYroi, rje MoaBepraeTcs
COOTBETCTBYIOIIMM TipeBpallieHusiM. Ha cTtamusix BoccTaHOBJIEHUSI 3aTpauuBaeTCs
e Mosiekyssl NADPH + H™, Kkotopblie opraHmsM IOJy4aeT YaCTUYHO U3 TTEHTO30-
docdaTtHOro myTH, YaCTUYHO 3a CUET paboThl MaIUK-(hepMmeHTa. ObecreyeHHOCTh
KoepMeHTaMU JOCTUTAETCs OJ1aroaapsi TOMY, 4TO B aOCOPOTUBHBIN NEPUOI UHCYINH
MHAYLMPYET CUHTE3 MaJIUK-(hEePMEHTA U IITI0K030-6-(hocdaT gernaporeHassl — mep-
Boro NADPH-o6pa3ytomiero ¢hepMeHTa OKMCINTEILHON (pa3bl eHT030(0oc(aTHOTO
MyTH.

KoHeuHbIil MpOoayKT MepBOro 1yKJaa cuHTe3a OyTupuia-E, cBsa3aHHbII THOIDUP-
HOI CBA3bIO € S,-rpynmnoit dpepmeHTa, nepemernaercs Ha H S,-rpyniy, a K ocBo60-
nusLuerica (P —S,H-rpynre npucoeaHAETCS HOBBIM OCTaTOK MAaJOHWIA Y HAYMHA-
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Puc. 9.12. CuHTE3 NaNlbMUTUHOBOW KNCOTbI.

Ku1pHble KNCIOTbl MOTYT CUHTE3UPOBATbCS OAHOBPEMEHHO Ha 060MX CyObeanHULax GepmeHTa,
HO Ha CxemMe NpeAcTaBaeH NPoLEecc, NPoTeKatoLwWmnii Ha OJHOM N3 HUX

eTCs CJIeAYIOLIMIA IIMKJI CMHTE3a, B X0[Ie KOTOPOTO OCTATOK OyTUpPWJIA YIJIMHSIETCS e1le
Ha JIBa YIJIEPOAHBIX aTOMa C 00pa30BaHMEM ILIECTUYIICPOTHOMN KUCIOTHL. B pe3yib-
TaTe ceMyu OOOPOTOB LIMKJIA MOJydyaeTcsl MalbMUTWI-E, KOTOPBIi THAPOJIUTUYECKU
OTULICTLISAECTCS OT MAJIbMUTUIICUHTA3bI [TPU YYACTUY NAJTbMHUTHIIEANUIA3DI.

ITaneMUTAT — OCHOBHOM MPOAYKT JAaHHOTO (hepMEHTa, XOTsI B HEOOJIBIINX KO-
YeCcTBaX MOTYT CMHTE3UPOBAThCS XKMPHBIE KUCIIOTHI ¢ 00JIee KOPOTKOH YIJIEBOAOPOI-
Holi nenbio. CyMMapHOe ypaBHEHHE CUHTE3a ITaIbMUTaTa MOXKHO 3aIlMCaTh CIEIyIO-
UM 00pa3oM:

CH,CO~SKoA + 7 HOOCCH,CO~SKoA + 14(NADPH+H") - C,;H,,COOH +
+7CO, + SHSKoA + 14NADP* + 6H,0.

CuHTe3 XNPHBIX KUCNOT ¢ 6onbluem, yem C, 4, Ynciom
yrnepoaHbIX aTOMOB

ZKypHbBIE KMCITOTHI ¢ YUCIIOM YIJIEPOIHBIX aTOMOB OOJIbIIIE, YeM 16, CUHTE3UPYIOT-
¢Sl B HAOTUIA3MAaTUUYECKOM PETUKYIYME aHAJIOTUYHO TOMY, KaK 3TO MPOMCXOAUT Ha
MaJIbMUTHIICMHTA3e. OQHAKO KaXKAylo CTAAUIO MPOoLecca KaTaTu3upyloT OTAeIbHbIC
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(bepMeHTBI. YIUIMHEHUE LIeNy ITPOMCXOIUT C MOMOIIbI0 MaloHUI-KOA, a B peakiusx
BOCCTaHOBJIeHU uctonb3yetca NADPH + H™.

OO0pa3oBaHNe HEHACHINIEHHbIX KUPHBIX KHCJIOT — MAJbMUTOOJIEMHOBOI U OJie-
WHOBOI KHCIIOT — TIPOMCXOAMT Ha MeMOpaHe DHIOIIa3MaTHYEeCKOTO PETUKYIyMa
(OP), nBoiinble csazu Mexny Cy 1 C,; BOZHUKAIOT 3a CYET paOOTHI OKCHT€HA3BI JKHUP-
HBIX KHCJIOT, KOTOpas TpedyeT sl cBoeii padoTsl yuactusa O, 1 NADPH.

CunHTe3s Tpuauunrnnyeponos

IIpouecc uaer B TeyeHue 4—35 4 mocsie mprueMa Uiy B TeYeH! U XKUPOBOI TKaHU
C MCNOJIb30BaHUEM DK30T€HHbIX U 3HA0oreHHbIXx BXKK, a Takxxe rimueposa, mocry-
nuBiero B cocraBe TAI muiny uim o0pa3yroiierocs U3 IMruapokcruaneToHdocoa-
Ta (JJA®) — omHOTO M3 TTPOIYKTOB KaTaboM3Ma TITIOKO3bl. B meueHn n amumonmTax
JA® BoccTaHaBIMBacTCS DIMIEPOJ-3-docdaTaernaporeHa3oi 10 IAIEPOT-3-
docara (puc. 9.13).

CBoOogHbI Tinueposl dochopumpyercs ¢ nomoubio AT® B runepon-3-
(ocdar ToBKO B MeUeHU, KUIIIEYHMKE U TTOYKaX, TOCKOJBKY TOJIBKO B 3TUX OpraHax
uMeeTcs (bepMEHT IIHIepoJKuHa3a (puc. 9.14).

HaC—OH H,C—OH
C=0 + NADH + H* > HO—C—H + NAD"
| [Cnunepon-3-docdar- |
H,C—OPO3H, etAporenasa H,C—OPO3H,
HUrnapoKcHaneToH- [nuuepon-3-gocdar
docoar (JAD)

Puc. 9.13. O6pa3oBaHue ruuepon-3-dbocdara n3 JAD

H,C—OH H,C—OH

HO—CH + AT® [nmneponkunasa HO—CH N
Hzé—OH H,C—OPO;>
['munepon ['munepon-3-docdar

Puc. 9.14. ®ocdopunvipoBaHme rmnLeposia MnLeposKMHA30MN neveHn

Hanee rnuuepon-3-¢gochdar B3aUMOAEHCTBYET ¢ aKTMBMPOBAHHBIMU (opMamMu
BXK — amun-KoA ¢ ob6pa3oBanueMm (ochatnaHOi KHUCIOThI, KOTOpasl UCIIOJIb3Y-
ercs Ha cuHTe3 TAI 1 oOpa3oBanue dhochommnuaos (puc. 9.15). [Ipuuem, eciiu Bce
KJIETKH, 3a UCKIJIIOUEHUEM 3PUTPOLIUTOB, CIIOCOOHBI CUHTE3UPOBATh (DOCHOTUMUIBI,
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Puc. 9.15. CuHte3s B neveHu TAl n dochonunmaos

To cuHTe3 TAI mpoTekaeT riiaBHbIM 00pa30M B MeUeHU, KUPOBOM TKaHU, TaKTUPYIO-
LIEY MOJIOYHOW XeJIe3€ U KUILIEYHUKE.

B nneuenu TAI ymakossiBaiotrcsa B JITTIOHII 1 mocTynamT B KpOBOTOK, a B XKHUPO-
BOIl TKaHU JEMOHUPYIOTCS B BuAe Kamnenek xupa. B xposu JIITOHII nono6Ho xuiio-
MHUKpoHaM KoHTakTupyioT ¢ JITIBII, monyyatot ot Hux 6enxn AnoCy; u AnioE u nipe-
BpallatoTcs 13 He3penoil popmbl B 3penyo. 3penbie JITTOHIT B3aumopeiicTBytoT
¢ JITT-nmuna3zoii, kotopast ruapoausyeT B Hux TAI no ruueposna u BXXK (puc. 9.16).
JITTIOHII, Tepsis TAT, cnavyana nipeBpaiuatorcs B JITITITI, a 3atem B JITTHII, ocHOB-
HBIM KOMITOHEHTOM KOTOPBIX SIBJISIIOTCS 3(UPHI XojiecTepoia (DXc).

B aGcopOTuBHBII HepUO MHCYIUH MHAYUMpPYeT B agunouuTtax cuHTte3 JIII-
JINTIa3bl U TAKMM 00pa3oM YBeJMUMBAET MOTOK 3HI0- 1 3k3oreHHbIXx BZKK B xupo-
BYIO TKaHb 11t cuHTe3a TATL
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—Q ——
XnnoMuKpoHs KnnoMukpons
(HespaiLE) (3penesie)
TOHEWA KMLESHIK

AnoCll
AmrEl

B neveHL,

PazHisie TEaMK

Puc. 9.16. Cygb6a TAT xunomMukpoHos 1 JIOHTT:
A — vHTerpanbHble 6enku JINBIM — AnoA

B xpoBu 1nipu reHetnueckux aedekrax B crpykrype JII1-1umaser uim akTuBaTopa
aroro depmeHTa — AnoC,; Beicokoe conepxanre XM u JITIOHIT moxeTt coxpaHsAThb-
cs B TeUeHUE JUIUTEILHOTO BpEMEHH, TOrAa KaK B HOPME MX KOHIIEHTpAlMsl CHMXKa-
ercs BaBoe 3a 0,5—2,5 4 nmocie MosiBlIeHUsI B KPOBU. Y TaKMX MallMEHTOB ChIBOPOTKA
KPOBU TIPU CTOSTHUM B XOJOIWJIBHUKE B TeUeHWE HOUM paccllauBaeTcs, oopasys Ha
ITOBEPXHOCTH TIPOOMPKH CIIOM KUpa.

ConepxaHue pa3HbIX JUIOMNPOTEUHOB B ChIBOPOTKE KPOBU OLIEHUBAIOT C MO-
MOILbIO 2JIeKTpodopesa B MmoauakpuiaMuaHoM reiae. Yepes 4—5 4 mocje npuema
MUIIM Ha JUMUAOTpaMMe OOHapy>XMBAIOTCS BCE BMIbI JIMITOMPOTEMHOB, a TMOC/e
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Puc. 9.17. Jlunngorpammbl CbIBOPOTKM KPOBMU:
A — yepe3s 3-4 y nocne nprvema nuwy; b — yepes 10-12 4 nocne nprema NULWM

HOYHOTO TOJIONAHMUST — TOJIBKO HOJTOXUBYIIME (t;, = 5—7 cyrok) JITHIT u JIIIBIT

(puc. 9.17).

9.6. OXXKnpeHme

Cpenu 4esioBe4YeCKOM MOMYJISILUK OXUPEeHHE MpeacTaBiisieT co00il Hanboiee ya-
cToe oTKJIoHeHUe B ooMeHe TAI. DTy maTojIoruio AMarHoCMpyoT y allMeHTOB, Mac-
ca KoTtophix Ha 20% u 6oJjiee nmpeBbIacT HOpMy. OCHOBHBIMU TPUYMHAMU OKUPEHMUS

ABJIAIOTCA:

e reHernueckue daxkropsl (80% ciydaes);

e YpOBEeHb (DM3NUECKOI aKTUBHOCTH;
e KOJIMYECTBO IMOTPEOIISTIEMOM TTHIIIN;
® DJHAOKPMHHBIE HApYILIIEHUS.

K reHeTnueckum pakTopam OTHOCSIT:

e cjaboe (pyHKLUMOHUPOBAHME OECITOJIE3HBIX LIMKIOB, B KOTOPBIX UMEET MECTO
OIHOBPEMEHHOE MPOTeKaHWe peaKIInil TIMKOJIM3a U TII0KOHeoreHes3a, 0aro-
Japsi UeMy IIpOMCXOIUT HellejeBoe pacxomoBaHue sHeprun AT® (puc. 9.18).
B pesynbrare ocyliiecTBisieTcsl coepekeHrne U MperuMylecTBeHHOe 1eMOHUPO-

BaHKe SHEPrOHOCUTEIEH, IIPEXKIE BCErO XKUPOB;

e [IPOYHOE COIPsKEHME AbIXaHUSI U OKMCIMTEILHOTO hochOoprIMpoBaHusl, OHO
MPensITCTBYET OeCIONIe3HON TpaTe SHEPTUU U coxpaHsaeT KoadduuueHt P/O Ha

BBICOKOM YPOBHE;
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Puc. 9.18. XonocTtble LuKbl 06MeHa yrneBofoB

e BBICOKYIO 3 dekTnBHOCTL padboTsl Nat, Kt-ATda3bl, Ha 1010 KOTOPOIi MpU-
xonurcst 10 30% noTpebisieMoit KIeTKOM 9HEPruu, 3T0 00eCeYrnBaeT 3KOHOM-
Hoe ucnosib3oBaHue ATD;

e MyTalluM B IreHe obese, KOAUPYIOIeM CTpoeHue Oeika JenThHA. DTOT 0eIoK
CUHTE3UpPYEeTCsl B aauMOLUTaX, CEKPETUPYETCsl B KPOBb U B3aMMOJEUCTBYET
¢ pelenTopamMu runotagamyca. CBsi3bIBaHUE JETITUHA C PELIEITOPOM UHIMOU-
pyeT cekpelnio HeliporienTuaa Y, OTBETCTBEHHOTO 3a MUIIEBOE IMOBeIeHUE, T10-
KCK U TIOTpeOJIeHNEe MUIIIN;

e MyTalliM B pELIENITOPE JICTITUHA.

MyTtauuu B reHax obese M pelenTopa JernThHa SIBJSIOTCS HauboJiee YacTol mpu-
YUHOW oXHpeHusi. B rmociaeaHem ciiyyae oTMeuyaeTcsl BHICOKOE ColiepKaHue JenTHHA
B KPOBH, a LICHTP T0JI0[a B TUIIOTajlaMyce TTPOI0IKACT CUHTE3UPOBAaTh U CEKPETUPO-
BaTh HelponenTun, Y.

9.7. Acnonb3oBaHue }NPOB B KayecTBe NCTOYHNKa dHeprum

[lepexntoueHue npouecca cuHre3a TAI Ha X OKMCIEHUE TPOUCXOIUT MPU CMEHE
reproa muiieBapeHus: Ha MocTabcopOTUBHOE COCTOSTHUE, TIPU CTPECCOBBIX CUTYaIIH-
SIX M IJIATEJIbHOM (pu3ndyeckoil padore. CHIDKEHME KOHIIEHTPALUY [JIIOKO3bI B KPOBU
CTUMYJIMPYET CeKPEIIIo TIIIOKAaroHa, a cTpecc M usndeckass aKTHBHOCTh COITPOBO-
XAaTcs BBIOpocoM anpeHainHa. O6a ropMoHa, Oyliydyd aHTarOHWCTaMU MHCYJIMHA,
yepes aJIeHUIaTUUKIIAa3HYI0 CUCTeEMY Tiepeladl CUTHaJIa aKTUBUPYIOT MPOTEMHKUHA3Y
A, KoTopast pocopunupyeT u TakuMm 00pa3zomM akTuBupyeT TAI'-Mna3sy 1y ropMoH-
YyBCTBHUTEJIbHYIO JUNA3y anurnouuToB. B aTux ycnosusix TAI-n1umna3za HaYMHaeT THU-
nponus xkupa go riauneposa u BXKK. B pacimerienuu TAI yaacTBYIOT Tpu JIMIIA36I:

1) mepBoHavanbHO TAI-1Mmasza OTILIETUIIET OMHY MOJEKYJY KMPHON KMCIOTHI

u nipespaiaet TAT B JIAT;

2) JAT-nunasa npoaoJikaeT r’uApoJIn3 KrUpa U 0CBOOOXIAET CASAYIOLIYIO MoJie-

kyny BXK;

3) MATI'-nunasa 3aBepliiiaeT pacliueryieHue xkupa 10 riauieposa u BXKK.

B amumonmTax cKOpocThb-TMMUTHPYIOIIEH CTaAMelt TUTOIM3a SIBJSIeTCS peaKilys,
karamu3upyemass TAI'-numa3zoii, mockonbky HAI- 1 MAI'-numassl IpUCyTCTBYIOT
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B KJIETKax B OOJIbIIIOM KOJIMYECTBE, U, KaK TOJAbKO TAI-numnasza aktuBupyercs, mpo-
1IeCC JIMTIOIN3a UIET 0 KOHIIA C OOJIBIIION CKOPOCTHIO.

[mrepon, Oyaydn BelecTBOM, XOPOIIIO pacTBOPMMBIM B TUTa3Me KPOBH, TpaHC-
MOPTUPYETCS B MEUYeHb U UCIOJb3YETCsSI Ha CUHTE3 ITH0KO3bl. 2KUPHBIE KUCIOTHI 00-
Pa3yIoT KOMITIEKCHI C AIbOYMUHOM KPOBH, TOCTaBJISIOTCS B pa3Hble OPTaHbl M TKAHU:
MBIIIIIbI, TIeYEHb, TTOYKU U JP., TJe OKUCISIOTCS C BbIIEIEHUEM SHEPTUM.

Okucnenmne BXK (3-okuncneHue)

Oxucnenne B2XKK mpoTtekaer B MUTOXOHAPHAIBHOM MaTPUKCE TOJIBKO B a3po0-
HBIX YCJIOBUSIX, TaK KaK TECHO CBSI3aHO C (DyHKIIMOHUPOBAHUEM LIMTPATHOTO IIMKJIa
U LENKU IepeHoca 3JIeKTpOoHOB. 2KMpHbBIe KUCIOThHI ¢ KOPOTKOW IJIMHON mernu (4—
10 yrjiepoaHbIX aTOMOB) CAMOCTOSITEIbHO MPOXOST B MUTOXOHAPUU U TaM aKTUBU-
pytoTcs.

Amun-KoA-cuaTeraza DP wim HapyKHOii MeMOpaHbl MUTOXOHIPHIA TIpEeBpaIIacT
BXKK B annn-KoA. 3atem nop aeiictBueM pepMeHTa KapHUTHHADUATPaHC(epa3bl 1
(KAT 1) aiunpHBIN ocTaToK ¢ anmi- KoA repeHocuTcs Ha KapHUTHH ¢ 00pa30BaHU-
eM ammikapHuTiHa (puc. 9.19). Creunduueckass TpaHCI0Ka3a IIPOMYCKAeT 3TO Be-
IIIECTBO Yepe3 BHYTPEHHIOI MeMOpaHy MUTOXOHIpHii. Ha BHyTpeHHEel MOBEpXHOCTH
BHYTPEeHHEI1 MeMOpaHbl MUTOXOHIpHi KapHuTuHamuiaTpancgepasa I1 (KAT II) pac-
LIETUISIET alMJIKAapHUTUH ¢ TToMolIblo MuToXxoHapuaabHoro HS-KoA. Aumia-KoA,
OCBOOOXIAIOIIMICS B MaTPUKC, ydyacTBYeT B peakiusx B-okucieHus (puc. 9.20),
a CBOOOIHBIN KApHUTHUH TOU Xe TpaHCJI0Ka30i BO3BpAIAETCsl HA HAPYXKHYI0O MEM-
OpaHy.

fl) +(|:H3 ]|-I //0 SH} Il-I //O
R—C~S—KoA 4+ H;C— I}I—CHZ— ?— CH,— C\o’ HS—KoA + H;C— I}I—CH2—$— CH,— C\o'
CH; OH CHj; (I)
Annn-KoA Kapuutun AUMIKapHAUTHH $= O

R

Puc. 9.19. Peakuus, Katanusnpyemas KapHUTUHaLMUATpaHchepasoi

MuTtencuBHocTh noctyiieHnss BZKK B MaTpuke MUTOXOHAPUI 3aBUCUT OT CO-
OTHOIIeHUS KojindecTtBa MaloHWI- KoA/amin-KoA. Yem Bblllle B KJIeTKE KOHLIEH-
Tpauust ManoHuI-KoA, TeM HMXe CKOpOCTh MepeHoca XKUPHBIX KUCIOT B MAaTPUKC
MUTOXOHAPUM, TaK Kak ManoHwI-KoA — amnocrepuueckuii maruourop KAT I,
a aumn-KoA — ero aktusaTop.

ITonaB B MaTpuKC MUTOXOHAPUI, allMJIBHBIA OCTATOK B LUKJIMYECKOM ITPOIIEC-
Ce C MOMOUIbIO COBOKYIMHOCTU (PEPMEHTOB OKUCISIETCSI MO [-YIIEPOAHOMY aToMY.
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Puc. 9.20. TpaHcnopT aumn-KoA B MaTprKC MUTOXOHAPUIA.

MprmMeyaHe: TpaHCIOKa3a OCYLLeCTBIAET MEPEHOC aLUIKAPHUTHA U3 MEXKKJIETOYHOTO
NPOCTPAHCTBA B MaTPUKC MUTOXOHAPWI, @ KAPHUTUHA B 06PaTHOM HanpasieHnn

Kaxxnplii LIMKJI BKJIIOUAeT YeThipe MOcjenoBaTe/ibHbIe peakiiM, B pe3yabTaTe KOTO-
PBIX XXMpPHas KKUCJIOTAa YKOPAuMBAETCS Ha JBa YIJIEPOIHBIX aTOMa, KOTOpPbIE OTIIE-
sitorest B Buae aueTua-KoA. Anetun-KoA MoxeT BCTymnmaTh B LIUTPATHBIN 1K
n okucnatbes 10 CO, n H,O, a yKopoueHHBIH allMIbHBINA OCTAaTOK OyeT BOBJIEKATbCS
B CJICAYIOLIUI LIUKIT 3-OKUCTACHUS.

B pesynbrare B-okucienuns BXKK nmonHocThio pacuiemisitores A0 auetui- KoA,
U CYMMAapHOE€ YpaBHEHHUE OKUCJIEHUS, HallpUMep MaJIbMUTUHOBOM KUCIOThl (C16)
(puc. 9.21), uMmeeT caeayoluii BUI:

CH,(CH,),,-CO~SKoA + 7FAD + 7NAD* + 7H,0 + 7HSKoA —>
— 8CH,;-CO~SKoA + 7FADH, + 7(NADH + H*).

Boixog sHeprum npu -okucnennn BXKK

3a oavH LUK B-okucieHus obpasyercs 1 Mosb auetui-KoA, okuciaeHue KoTo-
pOro B IUTPATHOM LIMKJIe obecnieunBaeT cuHTe3 12 Mojeii AT®D. Kpome Toro, B 3TOM
nporiecce oopasyercs 1 mosib FADH, 1 1 mots NADH, okucieHre KOTOpBIX B IbIXa-
TeJibHOM 1eny naeT 2 1 3 MoJist AT® coOTBETCTBEHHO.

ITpu okucIeHNM MAIbMUTUHOBOM KUCIOTHI TPOXOJAUT 7 LIMKJIOB 3-OKUCIEHUS U 00-
pasyetcst 8 moseii atietun-KoA, 7 moneit FADH, u 7 moneit NADH + H*. Crenosa-
TenbHO, Bbixon AT® cocrasisier 35 AT® npu B-okucieHuu u 96 AT® B pesynabraTe
LIUTPATHOTO IIMKJIA, 9TO B cymMMe nmaeT 131 monp AT®. [Tockonbky aktmBanms B2KK
TpeOyet 3aTpathl | AT®, KoTopasi B xoze peakuuu pacnagaercs HaAM® u H,P,0,, T.e.
KCITOJIB3YIOTCS B MAaKPO3PTUUECKUE CBSI3U MOJIEKYIbI, TO U3 131 clieayeT BBIYECTh
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Puc. 9.21. B-okucnenne BXKK B MUTOXOHOPUAX KNETOK
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2 mojig AT®. O6mas dhopmyiia ais roacuera Beixoga AT® rmpu OJTHOM OKUCIEHUN
HachimeHHbIX B2KK 3amuceiBaeTcs cienyiommmM o0pa3oM:

[(n/2 = 1)x5+n/2x 12] — 2,

rae n — yucio C aromoB B Mojiekyse BXKK; n/2 — 1 — 4mucio HuKIIoB 3-OKMCIEHUS,;
5 — Beixox AT® B omHOM HUKIIE B-OKUCICHUS; N/2 — YKNCIIO alleTHIHBHBIX OCTAaTKOB;
12 — Bbixon AT® npu noiaHoM okuciaeHuu auetui- KoA B unrpatHom nukie no CO,
u H,0.
Oxucyenne HeHachimeHHbIx B2KK uaet mo mytu B-oKuciaeHUs A0 MOJYyYEHUS
xkupHoOil kucinorel ¢ —HC=CH-cBa3bio B nonoxenun C;—C,. JlonosHUTeIbHBIE
¢depmenTnl: eHoma-KoA-u3omepasza u tpancdepasa nepemMenialoT IBONHYIO CBSI3b
B MOJIOXEeHUE 2—3 U LIMC-U30MEp MpeBpallaloT B TpaHc-u3omep. Jlanee f-okuciaeHue
MpojoJiKaeTcsl ¢ yyacTueM (bepMeHTOB, ONMUCaHHbIX paHee. [Ipu pacuere BbIxoda
AT® 3a cuer okucaeHus: HeHachlleHHbIX B2KK MOXHO MoJjib30BaThest (hOpMYJIOit
IIJIS pacueTa BBIXOJA SHEPIUU NpU oKuciIeHun HackieHHbIX BXKK, Berunras 2AT®O
Ha KaXX1ylo I1BOMHYIO CBSI3b.
Okucinenne B2KK ¢ HeyeTHBIM YHMCJIOM YIJIEPOIHBIX ATOMOB IIPOTEKAET II0 Me-
XaHU3MY [-OKUCJeHUsI ¢ 00pa3oBaHUEM OTpe/e/IEeHHOro KojinuectBa aneTua-KoA
u MoJeKkyabl ponuoHusi-KoA. B meTabonusMe mociaeaHero y4acTBYIOT JTOMOJHU-
TeJibHbIe (hepMeHThI: MponuoHI-KoA-Kapookcuiaasa u MeTuaMaaoHna- KoA-myra-
3a, paboTaroliue ¢ yyactueM OMOTHHA U BUTaMuHa B,. B pesynbrare nponuoHumm-
KoA mpespaiaercd B cyKIMHUI-KOA, KOTOpBIFA MOXKET MOCTYNaTh B LIMTPATHBINA
LIMKJI MJIM y9acTBOBATh B CMHTE3e reMa (puc. 9.22).
Hapymenusi nponecca (-oxkuciaenusi. Bcrpevarorcsi matoaoruu, CBsi3aHHbIE CO
cHmxeHueM tpaHcnopta B2XKK B Matpukce MutoxoHapuii. OHU MOTYT ObITh BbI3BaHBbI:
o jeduUTOM KADHUTHHA B pe3yJbTaTe CHUKEHUSI €r0 CUHTEe3a, MOTePSIMU 3TOTO
BellleCTBa MTPY FeMOIMAIN3€e UK 3a CUET SKCKPELIMU C KETOHOBBIMU TeJIaMU;

o Hu3Koii akTuBHOCTBHI0O KAT I hepmenTa, cBsi3aHHO ¢ 1e(DEKTOM B CTPYKTYpe
reHa 3Toro hepMeHTa U ero MHruOMpoBaHUEM HEKOTOPBIMMU JIEKapPCTBEHHBI-
MU IperapaTaMu, HalpuMep CyIb(POHMIMOUYEBUHOM, KOTOpask UCIIOJb3YeTCs
JIJIs1 IeUeHUS caxapHoro auabeTa.

Cpenu depmeHTOB B-okuciaeHus: auui-KoA-geruaporeHasa npeacTtaBjieHa He-
CKOJIbKMMU BUIaMU, CTIEHU(PUIHBIMU K JJIMHE YTJIEBOJOPOJIHOIO paarKasia XXUPHO
KMCJIOTHI. JIOCTaTOYHO YacTO BCTpeUaeTcs HacleACTBeHHas1 00J1e3Hb, BbI3BaHHAS JAe-
tekTamu B cTpyKType reHa amuia-KoA-aernaporenassl, OKUCISIONICH KUPHBbIE KUC-
JIOTBI CO CPEHUM YHCIIOM yrieponHbix atromoB —C,—C,,. YcTaHOBJIEHO, YTO CMEPTh
KaxJ0ro NeCcsITOro HOBOPOXIAEHHOTO MPOUCXOIUT B Pe3yJibTaTe HEAOCTAaTOUHOCTU
atoro ¢epMeHTa. B xkupax Mojioka colepKUTCSI MHOTO CPeTHELeMOUeUYHBIX XKUPHBIX
KUCJIOT, KOTOPbIE HE MOTYT OKUCJISITBCS Y TaKUX AeTeil. ENMHCTBEHHBIM UCTOYHUKOM
9HEPrum Il TaKUX OOJbHBIX CTAHOBSITCS YIJIEBOIbI, a IMIPU CPAaBHUTEIBHO IPOAOJI-
SKMTEJIbHBIX MHTEpPBajaX MEXIy KOPMJICHUSIMM pa3BUBAETCS TsKesasl TMITOTIMKE-
MU, COIIPOBOXKIAIOIIASICS TTOTEPeil CO3HAHUS, a MHOTAA U TMOEIbI0 peOeHKa.
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Puc. 9.22. lpeBpalyeHre nponuoHun-KoA B cykunHmun-KoA

9.8. CMHTEe3 1 NCNONb30BaHMe KeTOHOBbIX Ten

B mocrabcopOTuBHBIN nepuoa U npu rojogaHuu Moowausanus TAID compoBo-
Knaetcs noBbieHueM KoHieHTpaluu B2XKK B ceiBopoTKe KpoBU, KOTOPbIE OKHCISI-
I0TCS MHOTUMU TKaHSIMU (CKEJIETHBIMU MBILILIAMU, CEPILIEM U TIeYeHbIO) AJISI TTOJTy-
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yeHust sHeprun. OMHAKO MO3T M HEPBHAs TKaHb MX HE MCHOJIb3YIOT, TaK Kak BXKK He
CIIOCOOHBI MPOXOAUTH reMaTodHLehaInYeckuii 0bapbep. B aTuX ycl10BUSIX B IeYeHU
AKTUBHO MIET [-OKMCIEHUE XKMPHBIX KHUCIOT ¢ 00pa3oBaHMEM BOCCTAHOBJIEHHBIX
kodepmentoB FADH, 1 NADH + H* u anerun-KoA. BoccraHosieHHbie Kodep-
MeHThI ITocTymalot B LII1D u, okucnsisich, ncnonab3ytoTcs Ha cuHTe3 ATd, obecnieun-
BalOIIMI BHEpPreTUUecKue Hy Kbl opraHa, a aueTui-KoA B OCHOBHOM MIET Ha CUH-
Te3 KeTOHOBBIX TeJl (puc. 9.23, 9.24). K KeTOHOBBIM TejlaM OTHOCSIT: aleToanerTar,
B-ruApPOKCUOYTHPAT U anleToH. by1yyn BooqopacTBOPMMbBIMU BELIECTBAMU OHU C KPO-
BbIO TIOCTYIAIOT B MO3T, HEPBHYIO TKaHb U APYTMe TKaHU U, OKUCISISICh, CHA0XKAIOT UX
SHEpPrueil B YCJTOBUSIX TOJTOMAHMSI.

CHHTE3 KETOHOBBIX TeJI OCYIIECTBISIETCSI TOJBKO B MUTOXOHAPUSX TelaTOI-
TOB C ucrojb3oBaHueM anetusi-KoA, oOpasytouierocss npu p-okuciaeHuun B2KK.
Crnaboe okucjeHre alleTUIbHOIO OCTaTKa B LIMTPATHOM LIMKJIE OOBSICHSIETCS TEM, UTO
B-okuciaenne maer MmHoro AT® u NADH + H™, KoTopble HHTUOUPYIOT PEryIsTOp-
Hble peaklMUM ILMTPATHOTO ILMKIA (M30LUTPATICTUAPOreHasy M o.-KeTorIyTapar-
JIeruaporeHa3Hblii KoMruiekc). OKcajioaleTaT — MUCXOAHbIN CyOCTpaT IJIsi CMHTe3a LU~
TpaTa, B 9TUX YCJIOBUSIX MOCTYIAET U3 MUTOXOHIAPUIA B LIUTO30JIb HA CUHTE3 TIIOKO3bI
B IIpoliecce IJIIOKOHEoreHesa.

Korma koHueHTpauust anetuia-KoA B MaTpukce MUTOXOHIPUI CTAHOBUTCSI BbI-
COKOI1, THOJIa3a KaTaJlU3UpyeT obpalleHre NocaeHeil peakiuu B-OKUCIeHUsT U 00-
pasoBaHme aueroaneTui-KoA u3 aByx monekyn auetmi-KoA. Aneroanermin-KoA
B3aMMOJICHCTBYET ellle C OMHOM MOJIeKyJ10i aueTmi-KoA u oopasyercst 3-ruapokcu-3-
Metuiaraytapui- KoA ('MTI'-KoA) B peakuuu, Katanusupyemoii 'MI'- KoA-cuHTa3oii.
3atem I'MTI'-KoA-mma3a pacuieruisier 'MI'-KoA Ha anetoauerat u anetuia-KoA.
AlleToalleTaT MOXET BBIXOAMTb U3 MUTOXOHIPHUIA B KPOBb WJIM BOCCTaHABIMBATHCS
B-rHApPOKCHMOYTHPATAETHAPOTeHa30ii B [-TUIPOKCHUOYTUPAT, KOTOPBI TaKXKe yXO-
AT U3 KJIETOK B KPOBb. DTa peakiius JIErKo 00paThuMa, U OTHOCUTENIbHbIE KOJUJe-
CTBa 00pa3ylolIMXcs alleToaleTaTa u B-ruipoKCuOyTrparta 3aBUCIT OT COOTHOLLIEHUS
NADH/NAD B maTpuKce MUTOXOHIpHIi. B HOpMe B ChIBOPOTKE KPOBU COOTHOILIEHUE
B-ruapokcuOyTrpara K aleroalerary mpuoau3uTeIbHO paBHo 1:1.

[Tpu Oosiee ueM TpexTHEBHOM TOJIOJaHUU U caXapHOM JauabeTe alieToaleTaT Cro-
cobeH HedepMeHTaTUBHO AeKapOOKCUIMPOBAThCS ¢ 06pazoBaHueM aueToHa U CO,.

KoH1uieHTpalMsi KETOHOBBIX TeJ MOBBIIIAETCS TMOCAe HOYHOIO TOJIOJaHUS 110
1—2 Mr/n, Tiociie HeleJIbHOTO rojioganust oHa cocrapisieT 20—30 Mr/mi, a mpu TsoKe-
JIBIX (hopmax caxapHoro auabera moxet gocturatb 300—400 mr/mi. [TocKOIbKY KeTo-
HOBBIE TeJIa SIBJISIIOTCS opraHndyeckumu Kuciaotamu (pK ~ 3,5), crmocoOHBIMU K AuC-
COLIMALIAN:

CH,—CO—CH,—COOH <=> CH,—CO—CH,~COO~ + H*,

MX HAKOIUIEHUE MOXET IIPUBOIUTH K KETOAMMUA03Y U COIIPOBOXIATHCS YMEHbIIIEHN-
€M IIIeJI0YHOro pe3epBa KpoBU. OnacHasi CUTyallus MOXKET BO3HUKATh IIPU CaXapHOM
nnabere, KOrma OTMEUYaeTcsl BRICOKOE COAepXKaHMe KETOHOBBIX TeJl, CIIOCOOHOE BbI-
3bIBaTh CHUXKeHUe pH KpoBuU (HEKOMIIEHCHPOBAHHbBIN allua03).
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Puc. 9.23. MeTa6onusm BXKK B MUTOXOHAPUAX MEYEHNU B YCIIO-
BUAX ronofaHuns

KeToHOBBIE TEJ1a UCITOTB3YIOTCS:
e B IIEPUOJ TOJOJAHNS MBIIIIIAMA, TTIOYKaMU, KMIIIEYHUKOM, MO3TOM M HEPBHOM
TKaHBIO;
o [IpU JUTUTEIbHON (hU3UUECKOM paboTe MbIILIEUHON TKaHbIO;
e [P caxapHOM JauadeTe BCEMU MHCYJMH3aBUCUMBIMU TKAHSIMU, 3a UCKJIIOUE-
HUEM TEUeHU.
OKucaeHne KeTOHOBBIX TeJl — adpOOHBII MPOIIECC, TPOUCXOISIIINI B MaTPUKCE
MUTOXOHAPUIA IIpU ydacTUM (DEPMEHTOB, YKa3aHHbBIX Ha puc. 9.25.
B-ruapokcudyTUpaT OKUCIIIETCs B-ruIpOKCUOYTUPATIAETHIPOTeHA30M 10 aleTo-
alierata, KOTOpbIli aKTUBUpYyeTcsl, noJiydasi octaTok —KoA oT cykuuHui-KoA —
MPOMEXYTOUHOTO MPOAYKTA LIUTpAaTHOro LMKIIA. 3aTeM aueroaueTwi-KoA paciie-
TJISIeTCs Ha IBe MOJIEKYJbI aleTu-KoA, KOoTopble BOBJIEKAIOTCS B IMTPATHBIN LIUKIT
U IOMHOCTBIO oKucAoTed 10 CO, u H,O. IleyeHs He criocoOHa UCIIOIL30BATh KETO-
HOBBIE TeJla, MTOCKOJIbKY JuleHa hepMeHTa — cykKuuHuI- KoA-aneroanerar-KoA-
TpaHcdepasbl, KaTAIU3UPYIOIIETO aKTUBAIIMIO alleToaleTaTa.
KeToHOBBIE Tela OTHOCSITCSI K 9HEPIrOHOCUTEISIM: TIPU OKUCJICHUU alleToalleTa-
Ta BbIXo# dHepruu paBeH 23 monsiMm AT® Ha 1 moiub cyocrpara (2 anetmn-KoA —
24 AT® — | AT® Ha akTuBaiuio) u 26 mosisim ATD Ha 1 MoJib B-TuapoKcuOyTUpaTa
3a CYET yJacTHsI B TIPOIIeCCe OKUCICHUS 3-TUAPOKCUOYTHPpATIETMAPOTeHA3bI.
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Puc. 9.24. CnHTE3 KETOHOBbIX Te/1 B MUTOXOHAPUAX NeYeHu

9.9. MeTa60nn3m 31MMKO3aHONAOB

DHK03aHOUABI — 3TO TPYMIAa CUTHATBHBIX MOJIEKYJ MECTHOTO NEUCTBUS, KOTO-
pble CHHTE3UPYIOTCS MPAKTUIECKU BO BeeX P depeHIIMPOBaHHBIX KJIETKaX M3 T10-
JIMHEHACBILIEHHBIX XKUPHBIX KUCTOT ¢ 20 yraepoaHbIMU aToMaMu (eicosa B IepeBOjIe
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¢ rpeueckoro o3Havaet 20). OHU UMEIOT 0OYeHb KOPOTKUI MTOJIYTIEpUO/ KU3HU U Aeii-
CTBYIOT Ha IIPOAYLIMPYIOIIYIO UX KJIETKY IT0 ayTOKPUHHOMY, & Ha COCETHUE KIETKU TT0
MMapakKpUHHOMY MeXaHU3My. DUK03aHOMIBI YYaCTBYIOT BO MHOTHX IIpOIIeCccax B Op-
raHU3Me: B BOCTIAJIMTEIbHBIX PEAKIIUSIX MOCIe TTOBPEXISHUSI TKAHU WU MH(DEKII-
OHHOTO TOPaXXEHUSsI, PeryJIUpPyIOT TOHYC IJIaAKOMBIIIEYHBIX KJIETOK, CEKPELIMIO BOJIbI
1 HaTpusl, OPOHXOKOHCTPUKIIMIO U AWJIaTallMIo, JaBlIeHUEe KPOBU, TpOMOOOOpa3oBa-
HUE U PO APYTUX DYHKIINMA.

OCHOBHBIM CYOCTpaTOM ISl CHMHTe3a 3MKO3aHOMIOB SIBIISIETCS apaxXWIOHOBAs
(w-6-31Ko3aTeTpacHOBAsA) KHUCIIOTa, couepKalias 4 ABOMHBIC CBSI3U TIPH YTJIEPOI-
HbIX atroMax (A 5, 8, 11, 14). OHa MoxeT MOCTyIaTh ¢ MUIlel UM CUHTE3UPOBaTh-
Csl M3 JIMHOJIEBOU KUCIOTHI. B HEOOIBIINX KOJIMYECTBAX AJIsl CUHTE3a SMKO3aHOUI0B
MOTYT MCIIOJIb30BaThCsl 0-6-31KO3aTPUEHOBAsI KUCJIOTA ¢ TPeMsT JIBOMHBIMM CBSI3sI-
mu (A 5, 8, 11) n »-3-3liko3aneHTacHOBasl KUCJIOTa, B COCTaBe KOTOPOI MMEETCs
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Puc. 9.25. OKucneHne KeTOHOBbIX TeJ
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5 ABOMHBIX CBsI3ell B mojioxkeHusIx A 5, 8, 11, 14, 17. O6e MUHOpHBIE 311KO3aHOBBIE
KUCJIOTHI TU0O MOCTYNAIOT C MUIIEH, TM00 CUHTE3UPYIOTCS U3 OJIEMHOBBII 1 TMHOJIE-
HOBOI1 KUCJIOT COOTBETCTBEHHO.
[TonvHeHAChIIEHHbBIE XUPHBIE KUCJIOTHI TMEepBOHAYaIbHO BKIHOYAIOTCS B CO-
cTaB MeMOpaHHBIX (OChOIUNUAOB, a 3aTeM OCBOOOXKIAIOTCS M3 HUX TOA ASHCTBU-
eM ¢ocdonunasel A, win pocdonaunassl C, KOTOPbIE aKTUBUPYIOTCA IMPU MOCTY-
IUIGHUM COOTBETCTBYIOIIETO CHUTHAJa Ha PELENnTop IIa3MaTUYeCKO MeMOpaHbI
(puc. 9.26).
B pa3HbIX TKaHsIX apaxuaoHOBasi U Ipyrue 31K03aHOBbIE KUCIOThI MOTYT UCIOJIb-
30BaThCsl MO TPEM OCHOBHBIM HaIlpaBJICHUSIM:
1) LUMKIOOKCUTEHA3HBI MyTh BeACT K 00pa30BaHUIO MPOCTArJaHINHOB U TPOM-
OOKCaHOB;

2) TUMOKCUTEHAa3a IIpeBpalllaeT apaXxuJ0HOBYIO KHUCIIOTY B JIEHKOTPUEHBI, JIMTTOK-
CHHBI U ruapokcudiiko3aTeTpacHoaTsl (IDTE);

3) cucreMa OKUCJIEHMSI C y4acTMeM LUToXpoMa P,s, OTBETCTBEHHa 3a CHHTE3
BMOKCUAOB.

ITpocTarnaHauHbl, oOpa3yolIrecs MoA ASHCTBUEM LIMKIOOKCUTEHAa3bl U MEePOK-
CHMIIa3bl, COIEpKAT 5S-UJIEHHOE KOJIbIIO, B COCTAB KOTOPOTO BXOMAST aTOMBI yIjiepoaa
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Puc. 9.26. OcBoOOXeHNE apaxaoOHOBOW KMUCNOTbl U3 MEMOPAHHBIX
nunngoB. CBA3bIBaHME aKTMBATOPOB C PeLLeNnTOPOM Mila3mMaTUYeckom
MemO6paHbl akTUBMpYeT nyTn 1 unm 2
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¢ Cg o C, 9lIK03aHOBOI KUCJIOTBI, THAPOKCWIBHYIO rpyniy y C,s 1 OT O1HOH 10 Tpex
IOBOVHBIX CBA3€H B 00KOBBIX LeTsiX (puc. 9.27). B Cy- u C|,-nmo3uuusax KoubLa Haxo-
JISITCSI 3aMECTUTENIM — 3TO OOBIYHO KETO- WJIK TUAPOKCUIbHbBIE TPYMIIbI.
HomeHnxkiiatypa mpocrariaHIMHOB BKJIIOYAeT cienyloiue obozHaueHus: PG ot
CJIoBa MpoCTarjaHIuH, cienytoliue 3ariaBHbeie OykBbl A, E, D 1 T.0. yKa3biBaloT Ha
XapakTep 3aMeCTUTeJIe B 5-4JIeHHOM KOJiblle, a HUXKHUN MHASKC — YMCJIO JIBOI-
HBIX CBsI3€ll B OOKOBBIX paaukaiax. KoanuecTBo IBOMHBIX CBSI3EWM 3aBUCUT OT THIA
BIIKO03aHOBOI KHUCJIOTHI, KOTOpasi Oblja cyOCTpaToM ISl CMHTe3a IMpocTarjiaHau-

ApaxuJ0HOBas KHCIIOTa

20,

I{uknookcureHasa

PGD-

AW OH
PGH,

PGD, PGE-
CHUHTa3a TXA-
CHHTa3a
PGI-
CHHTa3a

PGF,,<~—— PGE,

e
0

Tpomboxcan
v Y TXA,
HO OH
IIpocraumknmna
PGI,

Puc. 9.27. Myt 1CMosib30BaHUA apaxmLoHOBOW KNCIOTbI Ha CUHTE3 3/IKO3aHOUA0B.

PG (ot aHrn. prostaglandins) — npocTarnaHfuHbl, cnegyiolime 3a HAMK 3arnasHble 6ykebl A, H, E, D, F
N T.A. YKa3blBAIOT XapaKTep 3amMecTuTesien B 5-UsieHHOM KoJbLie MPOCTarNaHANHOB, H/XKHUN NHAEKC —
UYNCIO ABONHBIX CBA3EN B GOKOBbIX pagukanax; TX (OT aHr1.) — TpoM6GOKCcaHbI



Pazpgen 9. O6meH n1nuaos 305

HOB. Diiko3aTpHUeHOBas K1cjioTa oopasyeT cemeiictBo PG ¢ ogHOI1 ABOIMHOI CBSI3bIO
Mexny C, u C,, (Hannpumep, PGE)), apaxunoHoBas — ceMENCTBO MPOCTANIAHINHOB
¢ IByMs IBOWHBIMU CBA34dMU B nosnoxeHusax C; = C,u C; = C, (PGE,), a aiiko3a-
[IEHTaeHOBasi — CEMEMCTBO ¢ 3 ABOMHBIMU CBsI3sIMU B yyacTkax Cs; = C¢, C;; = C
n C,, = C,; 6okosbix ueneit (PGE,).

OCHOBHBIM OOILIMM TMPEAIIECTBEeHHUKOM TPOCTarJiaHAMHOB U TPOMOOKCAHOB 13
ceMmeiicTBa apaxunoHoBoil kucnotel siBasiercst PGH,, KoTopelil cuHTE3upyeTcs: BO
Bcex TKaHsX. [anbHeiilne npeBpallleHUs] 3TOT0 COeAMHEHMS] TKaHecrneluupUIHbI
1 3aBHCAT OT TUIa KJ1eToK. Tak, B rimankoit Myckynatype PGH, MoxeT npespataTtbcs
B PGE, wm PGD,, a B Tpomboumtax — nox aefictsuemM TXA-cuHTa3bl B TPOMOOKCAH
TXA,. TpomOOKCaHbI B OTIMYME OT MPOCTATIAHANHOB 00Pa3yloT He 5-, a 6-wieHHOoe
KOJIBIIO, B COCTaB KOTOPOTO BXOIMT aTOM KHCI0poaa. JomoTHUTEIBbHBII aTOM KUCIIO-
pona npucoenHeH K Cy- u C,,-aroMam 6-wieHHoro Konbla. byayun dusunonormye-
CKU OYeHb aKTUBHBIMM BeIlIECTBAMU, TPOMOOKCAHBI CTUMYIUPYIOT arperaluio TpoM-
0O0LIMTOB, OOHAPYKMBAIOT COCYIOCYKMBAIOIIEe U OPOHXOKOHCTPUKTOPHOE JIeCTBIE.

B xnerkax sHgorenus cocynos npu yuactuu PGl-cunrazel PGH, npespaiuaercs
B PGI,, wiu npocrauukivH, sBistomuiics antaronuctoM TXA,, oH MpensTcTBYeT
arperaluy TPOMOOIIMTOB 1 PACLIUPSIET COCYIbI.

Jpyroit nyTh mpeBpallleHUui apaXuaOHOBOW KMCJIOThl KaTaJau3UPYIOT JIMMOKCH-
reHasbl — rpymnmna hbepMeHTOB, TPUCOESTUHSIIONIUX MOJIEKYYy KUCI0POAa K YIIepoi-
HOMY aToMy, IpUHaAexalleMy JBOMHON CBsi3u. B pesynbraTe Takoi OKCUTeHALUU
JIBOMHAST CBSA3b TIepeMelaeTcsl Ha ONMH YIJIEPOIHBIN aTOM OT IMePOKCUIHON TPYITITHI
1 ee KOH(bOopMaIIdsI U3MEHSIETCS ¢ IIUC- Ha TpaHcdopMy. 3aTeM HecTaOMIbHasI TIEPOK-
CHIHAs TPYIITa MOXeET:

e BoccTaHaBiuBarbes 10 —OH rpynnbl U 00pa3oBbiBaTh rpymily 5-, 12- u 15-ru-

npokcusiikodaTerpaeHoBbIX ('O TE) kucior;

e TIpeBpalllaThCs B STIOKCUIBI;

e CIYXUTb CyOCTpaTOM ISl TIOJyYEHUS JEHKOTPUEHOB — COEIUMHEHUI, comep-

JKalMX MOCIeI0BaTeIbHOCTb U3 TPEX COMPSIKEHHBIX TBOMHBIX CBsI3eil (OTCIO-
Jla Ha3BaHWE 3TOU I'PYIIIIbI), XOTsI 00Illee KOJUUECTBO IBOMHBIX CBSI3ei MOXET
OBITh OoJbIIIE 3.

JleiikoTpreHbl Y4acTBYIOT B aJlIEPIrUMYeCKUX PeakiivsiX, JUIOKCUHbBI BbI3bIBAIOT
XEeMOTAKCHC U CTUMYJIUPYIOT MPOAYKIIUIO CYTIEPOKCUIHBIX MOHOB B JIEHKOLIMTAX, KO-
TOpBIC HEOOXOMMMBI IIJIST pa3pyIIeHUs YaCcTHII, TIOTIAMAlOIINX B KJICTKHA B pe3yJIbTaTe
¢aroumTo3a.

ITox BIussHUEM MOHOOKCHUTE€HA3, pa0OTaIOIINX ¢ ydacThueM HuToxpomoB P450, 06-
pasylorcs 3mokKcuabl, Hekotopbie Bunbl ' OTE, oka3biBaiole Bo3aeiicTBUE HA Od-
TaJIbMOJIOTMYECKYIO, COCYIUCTYIO, DHIOKPUHHYIO 1 MOYEYHYIO CUCTEMbI OpraHU3Ma.
Hexkotopsle u3 Hux nHru6upyor Nat, K -AT®dasy.

Bce BuabI 311K03aHOMIOB 00PA3yIOTCSl B OYEHb MAJIbIX KOJIMYECTBAX U UMEIOT KO-
POTKUIA TTOJYNEePUO[ XKU3HU, OT HECKOJIBKUX CEKYH]I 10 HECKOJbKUX MUHYT. B pa3-
HBIX TKaHSIX 3MKO3aHOUIbI 00J1a4aI0T pa3HbIMU, & MHOTAA MPSIMO ITPOTUBOIOJIOKHbI -
MU cBolicTBaMH (Ta6i. 9.2).
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Tabauya 9.2
buoaornyeckune GhyHKIMM 3iK03aHOHIOB

OcHoBHas 0MOJIOTHYECKast

DHKO3aHOMIBI MecTto cunTe3a
aAKTHBHOCTH
PGE, B GonpmimHcTBe TKaHeit  BazoaumnaTaiiysi, CTUMYJISILIUS POJOBOM Jesi-
(cepalie, MOYKH, Cejie-  TEJIbHOCTU, arperalysi TPOMOOIIMTOB
3€HKa)
PGF,, BosbimHCTBO TKaHE ! CyxeHue cocyioB, OpOHXO- U BA3OKOHCTPUK-
IIWs1, COKpAIIEHNE TIaIKOMBIIIIEUHBIX KIIETOK
PGI, DHIOTENUi COCYI0B Paciupsier cocynbl, MpeaoTBpalllaeT arpera-
cepaua M0 TPOMBOLIMTOB, B KiieTKax T HAM®
TXA, TpomOGo1UTHI CTuMynupyeT arperaiuio TpoOMOOIIUTOB, Cy-
XMBAET COCY/IbI U GPOHXH, B KJIeTKaX + TAM®
LTB4 MoHo1uTsl, 6azoduiasl, MHAyIIMPYeT XeMOTaKCUC U arperaluio JeiKo-

HEUTPOMUIIbI, TYYHBIE  LIMTOB, YBEJIMUYMBAET MPOHUIIAEMOCTb COCYI0B
KJIETKM, SU3UHOMDUIIBI,
SMUTETNATBHbBIE KIIETKU

JleiikoTpueHsbl: JIEHKOLMUTHI, Paciupsitot cocyibl ¥ yBETUUUBAIOT UX MPOHU -
LTC4, LTD4, Makpodaru IIAEMOCTb, SIBJISIIOTCSI KOMIIOHEHTAMU «MEJIEH-
LTE4 HO pearupylolieii» cyocTaHunu aHahuIaKCuu

DKO3aHOU I NIEUCTBYIOT HA KJIETKU-MUILIEHHU M0 ayTO- WJIX NTapaKpUHHOMY Me-
XaHU3MY Uyepes crielimpurueckre MeMopaHHbie pelentopsl. [IpucoeanHeHue siiko3a-
HOMJIA K PELIENITOPY BKJIIOUAET aleHUIaT- WIM TyaHWJATHUUKIA3HYI0, UM WHO3UTOJI-
(ocdaTHyto cucTemy nepenayr CUrHajia, BbI3bIBasi MOBBIIIEHUE BHYTPUKIETOYHOMN
KOHLEHTPALMU BTOPUYHBIX BECTHUKOB curHaia: TAM®, nr'M®, wiu UD-3 u Ca’*.

OnHUM U3 LIEHTPaJTbHbBIX 23(D(HEKTOB 91IKO3aHOUIOB SIBJSIETCS yYacTUE B PA3BUTUU
BOCHAJIMTEIbHON peakUu, KOTopasd MHOTAA CTAHOBUTCS MPOAOJKUTEIBHON U IIPU-
HOCUT (pU3nUecKue cTpaaaHusl JoasaM. s yMeHbllleHUs1 BOCTIaJIeHUs UCTIONb3YIOT
MHTUMOUTOPBI CUHTE3a MPOCTATJaHIMHOB — HeCTEePOH IHbIe MPOTUBOBOCHAIUTEIbHbIE
coenunenus (HITBC): acnupuH, arletaMrMHOMEeH, MHAOMETAllUH, TUKJIOMeHaK 1 1p.
Bce npenapaTbl 3TOI rpyIinbl MHTMOMPYIOT LIMKJIOOKCUTeHA3y: acClIMpUH — HeoOpa-
TUMO, ¥ TTIORTOMY JIJISI BOCCTAHOBJIEHMS] CUHTE3a MTPOCTAIJIaHIMHOB TPEOYeTCs CUHTE3
HOBBIX MOJIEKYJI (hepMeHTa (~ 48 1), a unonpodeH, UHAOMEeTalluH, (DeHUI0YTa30H —
obpatumo no KoHKypeHTHoMmy Tuily. HIIBC He meiicTByIOT Ha CUHTE3 JIEMKOTpue-
HOB, 00pa30BaHUE KOTOPBIX MOXKET YBEIUUUTHCS TTPU MHTUOUPOBAHUU LIUKITIOOKCH -
T€Ha3HOTo IMYTU MCIOJIb30BaHUsI apaxUIOHOBON KUCJIOThI, IO3TOMY B psilie CllyuyaeB
HCIIOJIb30BAaHUE 3TUX MpPerapaToB MOXET BbI3BaTh MPUCTYIT OPOHXMATbHON acTMbI
(«aCMMpPUHOBYIO» ACTMY).

IIIupokoe npuMeHeHUE B KaueCTBE MPOTUBOBOCIIAIUTEIbHBIX ITPpenapaToB HAIIN
KOPTU30J1 U €r0 CUHTETUYEeCKUE aHaloTH. B TKaHSIX OHW UHIYLIMPYIOT CUHTE3 TPYyII-
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IbI OEJIKOB JIMMOKOPTHHOB, KOTOPBbIE UHTMOMPYIOT hochonnnasy A, 1 CHUXKAIOT CKO-
POCTb OTUICTIIEHUS MOJIUEHOBBIX KUCIOT U3 C, -nonoxeHus: ¢hocHoannuaos mias-
MaTU4ecKoit MeMOpaHbl. B oTcyTcTBUE CyOCTpaTOB CUHTE3 BCEX TUIOB 31KO3aHOUIOB
CHUKaeTcs.

9.10. O6meH xonectepona

XoJrecTeposl — OCHOBHOM CTEPOMI OpTaHM3Ma XUBOTHEIX. Y B3pOCIIOTO YeI0OBE-
Ka cojepxaHue xoyecrepojia cocrapisier 140—150 . Oxkono 93% crepouna BXOAUT
B cocTaB MeMOpaH U 7% HaXOOWUTCS B KUIKOCTSIX OpraHu3Ma. XOJIeCTepOJT YBeI-
YMBAET MUKPOBA3KOCTb MEMOPAH M CHUXAET X nMpoHuuaemocts g H,O u Bono-
pacTBOPUMBIX BelllecTB. B KpoBU OH TpeAcTaBlieH B BUIEe CBOOOIHOTO XOJIeCTepoIia,
BXOJISIIEro B 000JI0UKY JJUIIOIIPOTEUHOB, U ero 3¢upoB, KoTopbie BMecTe ¢ TATI co-
CTaBIIAIOT BHYTPeHHEe comepkuMoe 3Tux yactuil. ComepkaHue XolecTeposa U ero
3(hUPOB B COCTaBE XUITOMUKPOHOB cocTasisieT ~ 5%, B JITNIOHIT ~10%, B JITTHII ~
50—60% w B JITIBIT ~ 20—30%. KoHlleHTpalKsT XoJiecTeposia B CBIBOPOTKE KPOBH
B3pOCJIOro YejioBeKa B HopMme paBHa ~ 200 Mr/mi1 wiu 5,2 MMOJIb/J1, YTO COOTBETCTBY-
€T X0JIeCTEePMHOBOMY PaBHOBECHIO, KOIJIa KOJIMYECTBO XOJIECTEPOJia, IMOCTYyIarolIe-
ro B OpraHu3M, paBHO KOJIMUECTBY XOJIECTEPOIIa, BRIBOIMMOMY U3 opraHusma. Ecimu
KOHIICHTpPAIIMS XOJIeCTepOoJia B KPOBH BHITIIE HOPMBI, TO 3TO YKa3bIBaeT Ha 3aIePKKY
€ro B OpraHM3Me U SBIsieTcs (paKTOPOM PUCKa pa3BUTHSI aTePOCKIIEPO3a.

XosecTepos sBIsSIeTCsl MPeAIlIeCTBEHHUKOM BCEeX CTePOUAOB XKMBOTHOIO Opra-
HU3Ma:

e 3KEUHBIX KHUCJIOT, COAEpKaHWE KOTOPBIX Yy B3POCIOrO 4ejI0BeKa COCTABIISIET

OKOJIO 5 T;

e CTepOMITHBIX TOPMOHOB: KOPTUKOCTEPOUIOB, 00Pa3yIOIINXCS B KOPKOBOM CIIOE
HaJMOYEYHMKOB, aHIPOreHOB — B CEMEHHUKAX U 3CTPAreHOB — B SMYHUKAX,
CHHTE3 O0IIEro KOJIMYeCTBa KOTOPhIX He TpeBbliiaeT 40 Mr/cyT;

e BuTamMuHa D;, cuHTe3MpytolLerocs B Koxe noxu aeiicrsueM YOO B KoJIMUeCcTBe
10 Mr/cyT.

XoJlecTeprHOBOE paBHOBECHE ITOMICPKUBACTCS OJjlaromaps TOMY, UTO, C OMHOM
CTOPOHBI, XoJiecTepost noctymnaet ¢ nuiei (~ 0,3—0,5 r/cyT) u cuHTe3upyeTcs B Te-
YyeHu UM apyrux TkaHsx (~ 0,5 r/cyT), a ¢ Apyroii — BBIBOJAMTCSI C KaJIOM B BUJIE
JKEJTYHBIX KUCJIOT, XOJecTepoia Xeur, MPOAyKTOB KaTaboamu3Ma CTePOUIHbBIX Top-
MOHOB, ¢ KOXHBIM CajJloM, B COCTaBe MeMOpaH ciyiieHHoro snutenust (~ 1,0 r/cyr).

MyTb NocTynneHuns 3K30reHHOro xonecrepona

XoJecTeposl COAEPKUTCSI TOJBKO B XXUPaX XKUBOTHOTO MPOUCXOXKICHUS B CBO-
0oaHOM BUE U B Buae 3(GUpoB. B pacTUTEIbHBIX Macjiax ero HeT. YCBOEHUE DK30-
TEHHOTI'O XOJIeCTepoJia IIPOUCXOAUT aHAJIOTUYHO YCBOSHMIO APYTUX JUITUAOB UL
yepes:
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e SMYJIBIMPOBAHUE MULLU MULIEJUIAMU XKEJIYU;
e THIPOJN3 3(PUPOB XOJIECTEPOIIA XOJIECTEPOIICTE P3Ol TAHKPEATUIECKOTO COKa
1 KUTIETHUKA;

e BcachIBaHUE MPOAYKTOB FMAPOJM3a B COCTABE CMEIIIAaHHBIX MULICJLI.

B sHTEpo1MTaX YacTh X0JIecTeposa CHOBA STepUGMULIMPYETCS. DTOT MPOLIECC BKIIIO-
YaeT IBe CTaIMM: aKTUBALIMIO XKUPHOW KUCIOTHI oA AeiicTBUEM alni- KoA-cuHTeTasbl
U TIepeHoC aluabHOro ocrarka ¢ aumi-KoA na HO-rpyny xonecreposia B peakiiuu,
KaTanuzupyemoii auuia-KoA-xonecrepo-anuarpancgepasoii (AXAT) (puc. 9.28).

Aunn-KoA-cunTerasa Il
&

R—COOH + HS—KoA + AT® R—C~S—KoA + AM® + H4P,0;

Aunn-KoA
I AXAT Il
R—C~S—KoA + HO—Xc » R—C—O0—Xc + HS—KoA
Xonecrepou Anmixonectepos

Puc. 9.28. O6pa3oBaHuUs 3$p1poB xonecteposa

B srepudukanmvu, Kak npaBuiio, yYacTBYIOT MOHO- WIM TOJMHEHACBIIIEHHbIE
BBICIIIME XXUPHbIE KUCIOTHI. XOJECTEPOJ U €To 3(UPHl BKIIOUAIOTCS B COCTaB XU-
JIOMUKPOHOB: 2(UPbI XOJECTEPOJIa — B SJIPO YACTULL, a CBOOOIHbBIN XojiecTepoa —
B MEMOpaHy.

XM M3 3HTEPOLUTOB Yepe3 UMDY MOCTYMAIOT B KPOBb, IIe UAET CO3pEBaHUE Ua-
CTHLL 32 cyeT KoHTaKTa 1 ooMeHa 6esikamu ¢ JITIBIT. JITIBIT nepenator Ha XM AnoCy;
n AnoE, a XM na JITIBIT — AnoA, u AnioA,. AnoC; akrusupyet JITT-nmumnasy, koto-
pas ruapoausyeT TAI aTux yactui. O6paszyorcss XMoCT, OHU yJaBJIMBaIOTCS U3 KPO-
BSIHOTO pycJia IeYeHbIo 10 MEXaHU3MY SHAO0LIMTO3a C TOMOIIbIO perenTopoB K AnoE.
DHAOCOMBI CIUBAIOTCS C JIM30COMaMM, TUAPOJIUTUYECKUE (DEPMEHTBI KOTOPBIX pac-
IIETJISTIOT BCe KOMITOHEHTH XMocT Kpome xosectepoia. IlocaeqHuii BKIIIOYaeTcst
B 001K (hOHT ATOTO CTEpOUIA B MEYEHU, CHUXKASL TIPU ITOM CUHTE3 3HJIOT€HHOTO
xoJiecteposa u JIHII-peuentopos.

CuHTe3 Xonecrepona de novo

@epMeHTHI CHHTE3a XOJIECTepojia NMEIOTCS MPAKTUISCKN BO BCeX KIIETKAX Oopra-
HU3Ma, HO MTOCKOJIbKY €ro KOHLIEHTpalKsl B KPOBU JOCTAaTOYHO BBICOKA, 4 OH CITOCO-
OeH pernpeccupoBaTh CBOM COOCTBEHHBI CMHTE3, TO ¢ 3aMETHOM CKOPOCThIO 00pa30-
BaHME XOJIECTePOJIa UAET JIUIID B TieueHu (~ 80%), cnusucroii kumeyHuka (~ 10%),
KOpe HaJITOYeUYHUKOB, SIMYHUKAX, CEeMeHHUKaX 1 Koxe (~ 10%). B abcopOTHUBHBII
TIeproJI CyOCTpaT CMHTe3a — alleTiI- KOA — MmocTyImaeT B IIUTO30,1b M3 MUTOXOHAPHIA
B hopMe LIMTpaTa, Koraa B TKaHsx oopasyeTcst MHOro AT®, NADPH u auermn-KoA
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I
CH;-C—SKoA

Anerni-KoA 0

Tuonaza

I
CH;~C—SKoA (6)

HS—KoA

Il
CH3;—C—CH,—C—SKoA
Aneroarernii-KoA

I'MTI'-KoA- Loeotoool
CHHTa3a HS—KoA
(0]
Il
6 —
© I B-T'uapokcu-
CH,
F B-meTni-
CH3_$_OH rayTtapun-KoA
g
. C
Pwuc. 9.29. CuHTe3 xonectepona: 0% “SKoA
A — peakuuy npouecca o obpa-
[ e B Sl 2 NADPH + 2 H*
30BaHUA MeBasioHaTa; b — npe.pa- I'MI-KoA-
LieHne MeBaJioHaTa B Xxonecteporn; penykTasa 2 NADP*
C,, — repaHunnupodocdart; HS—KoA
C,s — dapHesunnupodpocdat
O
Il
7O
6
(6) $H2
CH3—CII—OH
=
CH,OH !
MeBanoHat
5 © 3 ATD 3 Al® ®) €5
Mesanonar W3onenTenunn- Co Cis
mpodocdar
H;POs  CO, Cs Cs Cis
NADPH
21 - 22 4,0 g NADP*
18 - 23
i CO, CO, CO, H,0 1,0,
19
JlanocTepon CkBanen
> Cso Cso
NADP* NADPH + H*

HO

Xonectepoa

4(NADPH + H") 30,
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B pe3yJIbTaTe OKMCJICHUS TJIIOKO3bI U XUPHBIX KUCIOT. [lepBhie cTanuy CMHTE3a UAYT
B LIUTO30JI€ KJIETOK, a OoJjiee mo3agHue Ha memOpaHax DIIP (puc. 9.29).

Ha mepsbix cragmsix mpouecca 18 monekyn aumetui-KoA y4acTBYyIOT B CMHTE3e
mectu mojekyl I'MI'-KoA, B peakumsix, CXOAHBIX C peakKLUsIMUA CUHTE3a KETOHO-
BbIx Tes. [anee dpepment DITP 'MI'-KoA-peaykra3a BocctaHaBiubaeT ' MI'-KoA
B MeBAJIOHOBYIO KHCJOTY C 3aTpaToit nByx MoJjieKyal NADPH Ha kaxablidi ocTaToK
I'MTI'-KoA. Monekynbsl MeBajloHaTa (hochopuinpytores ¢ momoinbio AT®, nexkap-
OOKCUIUPYIOTCSI U 00pa3yioT 6 MATUYIIEPOIHBIX MPOU3BOIHBIX U30IpPEHA — H30-
nenreHuanupodocdarsl. [1pu nmocienosarebHON KOHASHCAIIMU 3TUX COEAUHEHUN
BO3HUMKAeT CUMMeTpUUYHasi JuHelHas 30-yrjaeponHasi MoJieKyja CKBaJieHa, KOTO-
past yepe3 psi CTaauii MpUoOpeTaeT TeTPALUMKIMYECKYI0 CTPYKTYPY JaHOCTEPoJia.
HanbHeiime mpeBpalleHus JaHOCTepoJia COIPOBOXKAAIOTCS MOTepeit TpeX METUIb-
HbIX rpymn B Buae CO, u 00pazoBaHMEM XOJieCTepoa, COnepXalero 27 yriaeponHbIX
aTOMOB, 13 KOTOPBIX 8 00pa3yioT YIJIEBOAOPOIHYIO0 OOKOBYIO LIEIIhb, ABA BXOIST B M-
TWJIbHBIE TPYMIIbI, @ OCTaJIbHbIEe 17 00pa3ylOT LUMKIOMEHTaHIepruapoheHaHTPEHO-
BYIO CTPYKTYDY.

KntoueBoii peryasitopusiii pepmenT — I'MI'-KoA-penykrasza, akTHUBHOCTb KOTO-
POro B IEYEHU PEryJaupyeTcs TPOsIKUM criocoooM (puc. 9.30):

I'mtoxkaron
@
Aunerun-KoA
Kunaza
I'MI'-KoA-penykrasbl
FMF KoA ATD All1D
I'MTI'-KoA-penykraza ™Mr —KoA—pez[yKTa3a—®
(akTHBHAs) (HeaKTUBHas)
MeBaJIOHaT
®ocdaraza
¢ I'MI'-KoA-penykTasbl

Xomecrepon ~ MPHK

| \ @
¢ © Wncynun
Kemunspre /
KHUCJIOTBI
ren [MI'-KoA-
pemyKTa3bl

Puc. 9.30. Perynauna aktmBHocTn TMI-KoA-pefyKTasbl B neveHun
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e Ha ypoBHe TpaHckpumiuu reHa TMI'-KoA-peaykrasbsl. Kopenpeccopamu mpo-
1mecca, CHIDKAIOIIMMU CKOPOCTh CHHTe3a (pepMeHTa, SIBISIIOTCST XOJIeCTEPOJT,
JKeJTYHbIE KUCOThI U KOPTUKOCTEPOUIHBIE TOPMOHbI, 8 UHIAYKTOPAMU — UHCY-
JIMH U TUpeOUIHbIe TOPMOHBI — T5 1 Ty;

e nyTeM dochopunrpoBaHus U AebocHopuIMpoBaHUsI, KOTOPOE TaKKe Peryiu-
pyetcst ropMoHamu. JledochopuimpoBaHue CTUMYIUPYET UHCYJIUH, KOTOPbIN
3a CUeT aKTUBalUK IpoTenHpocdaTa3bl mepeBoaAUT (epMeHT B nedochopuiin-
POBaHHYIO aKTUBHYIO (POpMY, a TIIFOKATOH Yepe3 aleHIIATIIMKIA3HYI0 CUCTEMY
obecrieyrBaeT MexaHu3M ero hochopuIUpoOBaHUSI 1 MTHAKTUBALIUY;

e yMEHbIIIEHHEM KoJInuecTBa (pepMeHTa 3a CUET MPOTEOJ13a MOJIEKYJ, KOTOPbIi
CTUMYJIMPYIOT XOJIECTEPO U KEeTUYHbIE KUCTOTHI.

YacTh BHOBb CUHTE3MPOBAHHOI'O X0JIECTEepOJia 3TepUPULIMPYETCS ¢ 00pa30BaHU-
eM 3(upoB. DTy peaklnlo, Kak U B 3HTepoLuTax, Karanusupyer AXAT, mpucoenuHsist
K XOJIECTEPOJTy OCTAaTKM JIMHOJIEBO MJIM OJEMHOBON KMCIIOT. DGUPHI XOJIecTeposa
(DXc) — ruppodobHBI, 00pa3yloT B IIUTO30JI¢ KAIId, KOTOPhIE pacCMaTpUBAIOT KakK
crnoco0 3aracaHusl crepouja B Kietkax. OcCoOeHHO MHTEHCHBHO CUHTE3 U TMAPOJIN3
9¢UpPOB XoJecTeposia MPOTEeKaloT B KOPe HAAMIOUEYHUKOB — MECTEe CUHTE3a CTEPOUI-
HBIX TOPMOHOB.

[leyeHb — OCHOBHOI TTOCTABIIIMK XOJIECTEPOJIAa IPYTUM OpTaHaM U TKAHSIM.

CuHTes n (I)yHKI.I,IlII/I KeNYHbIX KUCnoT

B neuenu execyrouHo okojio 0,5 r xosiecTeposia UCOJIb3YeTCsl Ha CUHTE3 XKea4-
HBIX KHMCJIOT, KOTOpble Osaromapsi ambuGUIBHOCTY MOJIEKYJ SIBISIOTCS BBICOKO-
ahdekTuBHbIMU AeTepreHTamMu. CHUHTe3 HauuMHaeTcs ¢ BBeaeHust o-OH-rpynmnb
B 7-e mosioxxeHue B-koJjblia xojiecteposa. DTa peakivsi — CKOPOCTb JUMUTUPYIO-
11asi, peryJsiTopHasi, KaraJIu3upyer ee (hepMeHT 7-a-ruapokcuiaasa (puc. 9.31).

3areM MPOUCXOAUT BOCCTAHOBIICHNE JBOMHOM CBSI3U B-Koblia U 4acTh MOJIEKYJT
MOABEPraeTcsl AOMOTHUTEILHOMY TMIPOKCUIMPOBAHUIO B 12-€ TMojoXeHue MoJu-
nKia. bokoBoli panukain xojaecTeposia OKMCISETCST 1 YKOpadyuBaeTcs, TIpeBpalasich
B 5-uneHHbI octaTrok ¢ COOH-rpynmoii Ha KoHIe. DTo o0ecIieunBaeT MOJIyIeHe
JIBYX BUIOB COCAMHEHU, OMWH M3 KOTOPHIX CONEPXKUT TUAPOKCUIbHBIE TPYIIIHI B 3,
7, 12-M MOJIOXKEHUSIX U TIPEACTaBsIET COO0I MPOU3BOIHBIE X0JI€BOii KUCIAOTHI, a IPy-
roit umeet OH-Tpymnmnbl B moysioxkeHusx 3 U 7 U sIBJSIETCSI TIPOU3BOIHBIM X€HO/1e30K-
CHXO0JIeBOii KHCJIOTBI.

AKTUBHOCTb 7-0l.-TUJAPOKCUIA3bI PETyIUPYeTCs:

e (ochopunupoBaHueM u aedochopuwirmpoBaHueM, (GepMEHT aKTUBEH B (oc-

(opunmupoBaHHO# (hopMe ITpH CHIDKEHWN WHIEKCa MHCYIWH,/TIIOKAaroH;

e U3MEHEHHUEM KoJiMuecTBa (hepMeHTa, SKCIPECCUI0 FeHa CTUMYJIMPYIOT XoJie-
CTEPOJI ¥ TUPEOUTAHBIE TOPMOHBI, & PEIPECCUPYIOT KETUHbIE KUCIOTHI U 3CTPO-
TeHBI.

ZKenuHble KMCI0THI 00pPa3yloT MPOM3BOAHbBIC C IIMIIMHOM W1 TaypuHoM. KoHbio-

ramus ycmuimBaeT aMm(prrIbHOCTD MOJIEKYJI M X SMYJIBTMPYIOIIe CBOMCTBA (puc. 9.32).
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Puc. 9.31. Peakuusa o6pa3oBaHus 7-0-TMapoKC/XosiecTeposa

CBO0OOIHBIE U TTApHBIE WK KOHBIOTUPOBAHHBIE XKETUHbIE KUCJIOThI, CHHTE3UPYIO-
1IMecs MeYyeHblo, Ha3bIBAIOT MEePBUYHBIMHU KETYHBIMU KUCJIOTAMHU.

M3 meyeHn XKeaTIHbIe KUCTOTHI IOCTYMAIOT B XXETYHBIE IPOTOKHU, B COCTABE KEJIIN
XpaHATCS B XEJYHOM ITy3bIpe M M3JIMBAIOTCS B KUIIEYHMK B IMpoliecce MulleBape-
Hust. OHU yYacCTBYIOT B 9MYJIbIMPOBAHWM MUILEBBIX XKUPOB U BCACbIBAHUU TTPOAYKTOB
rnepeBapyMBaHMSI JTUTTUIOB.

[Tox aeiicTBueM (pepMEHTOB KUILIEUHON MUKPOMIOPHI MEPBUUHBIC KETUHbBIE KUC-
JIOTHI IEKOHBIOTUPYIOTCS 1 oTiIeruisasioT OH-rpynny u3 7-ro nojioxeHus. Takum 00-
pa3oM BO3HMKAIOT BTOPUYHbBIE JKeJTUYHble KMCJIOTBI: U3 X0JIEBOI — J1e30KCUX0JeBas,
a U3 XeHO/I€30KCUX0JIEBON — JIMTOXO0JIeBasl.

Bonee 95% >emIHBIX KMCIOT BCACBIBAIOTCS M3 MPOCBETa KUIIEYHUKA, KPOBBIO
BOPOTHOI BEHBI JOCTABJISIIOTCS B IMeYeHb M CHOBA MCIOJBL3YIOTCS Ha 00pa3oBaHUe
>KeJTYM, yJacTBYSl B AHTeporenatuyeckoi mupkyasmuud. OOIee KOJUUECTBO XKeau-
HBIX KHCJOT B OpraHU3Me COCTaBsIeT 2—4 T, 32 CYTKU OHU MPOXOMST dHTEporemna-
ThYecKnit Kpyr 6—8 pa3. C xanom B aeHb BeiBOAUTCS 0,2—0,6 T 3KETUYHBIX KUCIOT
u npuMepHo 0,5—0,6 T xonectepona (puc. 9.33).

CHUXeHMe CUHTE3a XKeJTYHbIX KMCJIOT WM YBeJIMueHue o0pa3oBaHus XojiecTepoJa
B OpraHU3Me MOXeT MPUBOAUTH K OTHOCUTEILHOMY M30bITKY XOJECTEPOJIa B COCTaBE
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Puc. 9.32. KoHblorawus »enuHbiX KUC/10T

MULIEJIT KETUYU U CTUMYJIUMPOBATh 0Opa30BaHUE XOJECTEPUHOBBIX KAMHEU B KeJTUHOM
My3bIpe U TTPOTOKAX, T.€. K pa3BUTHUIO JKeJTIHOKAMEHHOI1 00J1e3HN.

TpchnopT XoJiecTeposia no KpoBu B coCctaBe innonportenHoB

B tpancnopre xojnecreposia U ero 3()MpoB MO KPOBM YYACTBYIOT BCE JIMITOINPO-
TeuHbl. Tak, XWJIOMUKPOHbBI TEPEHOCST XOJIECTepOJ M3 KUILIEYHUKA 4Yepe3 KpPOBb
B neyeHb B coctaBe XMocT. B meyeHM xonecTepos BMECTE ¢ 9HAOTEHHBIMU XUpaMUu
u dhochonunuaamu yrnakosbiBaetcs B JITIOHIT u cekpetupyetcs B KpoBb. B kpoBo-
toke JITTOHIT nespenbie noayyator ot JITIBIT memOpanHbie 6e1ku AnoC; nu AnioE
U CTAaHOBSTCS 3pEJIbIMU, T.€. CIIOCOOHBIMU B3aumoneiicTBoBarh ¢ JITI-n1unazoit, Ko-
topas ruapoausyeT TAI B coctae JITTOHII no B2XKK u riuuepoia. YacTuiibl, Tepsis
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HenuHpih Nyasbips
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Puc. 9.33. DHTeporenaTnyeckas LMpPKYIsaLna XenuHbiX KUCIoT

JKMPBI, YMEHBIIIAIOTCA B pa3Mepe, HO BO3PACTAIOT IO IUIOTHOCTU U MPEBPALIAIOTCS
cHauauna B JITITIII, a 3atem B JITTHII.

JIITHIT — monaroXuByliye 4acTULIbI M, KOHTAKTUPYS B KPOBU C JIUIIOIIPOTEMHAMMU,
Bo3BpauniatoT AnoC;, a mHorna u AnoE Ha JITIBI1. OcHOBHBIMM KOMITOHEHTaMU 3THUX
YACTHUIL SBJISTIOTCS X0IecTepos U ero a¢upsl (~ 60%), kotopsie JITTHIT mocrapisior
B pa3Hble opraHbl U TKaHU. [Toctyruienue JITTHIT B TKaHM OcyIllecTBISIETCS C TTO-
Moiiblo JIHII-penenTopoB, KOJMYECTBO KOTOPBIX HA KJIETKY MOXET BAPbUPOBATH OT
15000 mo 70 000. PeuieniTopbl pacmoiaraloTcsl B 00JacTu OelKa KJaTPUHA, BbICTUIA-
IOI1IETO CelUMaTbHbIE YUaCTKU KJIETOUHOU MeMOpaHbl, Ha3bIBa€Mble «OKANMJIEHHbI-
mu simgamm». [Tpu npucoenunenuu JITTHIT x penientopy okaiiMieHHas siMKa BTsI-
IMBaeTCs B KJIETKY, 00pasysi 3HI0COMY. 3a CUET KUCJION Cpejibl SHI0COMbI KOMILIEKC
JIHIT—peuenTop AuCCOLIMUPYET, U PELETITOP BO3BpallaeTcsi B MeMOpaHy. DHIocoMa
ciauBaeTcs ¢ Ju3ocoMoni, coaepxumoe JITTHIIT paciueruisiercss ruipouTUYeCKUMU
¢depMeHTaMM, a XOJIECTEPOJI ITOCTYIIaeT B 00U (DOHM XOJecTeposia KJIETKU U UC-
MOJIb3YEeTCs €10 Ha COOCTBEHHbIE HYXIIbl WM 3aracaercs B BUJE JUIUIHBIX Karelb
2Xc.

Baxnyto posib B oOMeHe xoJiecteposa urpatoT JITIBIT. OHu cuHTe3upytoTcs B 1ie-
YeHU B BUJE JMCKOTEHHBIX YaCTHUII-MPEAIIeCTBEHHUL, COAepXKallUuX MHOro Oe-
KOB, ¢ochomnmaoB, HO odeHb Majio xojiecteposna u TAI. Mx HaswiBaroT JITIBII-
He3peJbiMi. B KPOBOTOKE OHU BBITTOJIHSIOT ABOSIKYIO (DYHKIIUIO:

e obOecnieunBaloT «cospeBaHue» XM n JITTOHII, otnaBasg Ha aTh yactuubl AnoCy,

n AnoE;
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e YYaCTBYIOT B «OOpPAaTHOM TPAHCITIOPTE XOJECTeposia», YAAISIS 3TOT CTEPOUI U3
JIIT n xireTouyHbIX MeMOpaH, 00ecIIeunBas €ro JOCTaBKY B IIEYCHbD.

OcyiecTBiaeHue nocieaHein GyHKIIMKU 00YCIOBJIEHO MPUCYTCTBUEM B MeMOpaHe
9TUX YacTull pepMeHTa JenuTuHxoaecTepoaanuarpancdepassr (JIXAT), katanuzu-
pylolero aTepubuKalio MOJEKY X0JecTeposa OCTaTKaMU BbICIIEH XXUPHOM Kuc-
JIOTBI, BXOJsIIEH B B-mojioxeHue hochaTuanixoamHa (JieutruHa) (puc. 9.34).

JIXAT axtuBupyercsa 6eJKOM AIOA,, KOTOPBI NMPUCYTCTBYET B COCTaBE OEJIKOB
JITIBII, a Takxe moctymaer or XM u JIITIOHII B mpouecce oOmeHa Oenkamu. DXc,
o0OpasyrolIecs: B pe3yJibTaTe 3TOl peakiMu, MOrpyXXarTcsl B LIEHTPaIbHYIO 001aCcTh
yacTulbl. MecTa, 0CBOOOAUBILMECS B MOBEPXHOCTHOM CJIO€, 3aHMMalOT HOBbIE MO-

DochaTnanIxoany
(J1e1uTiH)

HO
Xoaectepoa
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\ ]
R;—C—0
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Puc. 9.34. Peakuus, katanusumpyemas JIXAT
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JIEKYJIbI XOJIecTepoJa, mocTynamplinue myremM mnpoctoit auddysuu uz JITHIT un kie-
TouHBIX MeMOpaH. ITo Mepe HakomIeHus 3(uUpoB XxonecTeposa B siape yacTuubl JIIT
npuobpeTaroT chepryeckyro popmy n ux HazbiBatoT 3peabivu JITIBIT v JITIBIL,.

BTopoii mponyKT peakiiuy — JU30JeLUTUH CBSI3bIBA€TCSl ¢ aJlIbOYMUHOM KPOBU
U yaajsieTcs ¢ moBepXHOCTH YacTull. C MOMOILbIO CIEeLUATbHOTO JUIUIACBSI3bIBA-
fowero 6enka JITIBIT; yyactBytor B ooMeHe nunugamu ¢ XMocr, JITTOHII, JITITITT
n JITTHII. JITIBIT, otnatot Ha JITT yacTts adupos xonecrepoina, a ot JITT-yactur no-
syqarot jeunTuH U TAT, 6enxku AnoC,; n AnoE. 9to nmozsonger JITIBIT mponomxkaTts
HakorieHue DXc U 00pa30BbIBaTh 00Jiee KPYIMHbIE YaCTUILIbI, KOTOpble 0003HAYAIOT
kak JITIBII,. ITocnengnue nop neiicrsuem JIII-numassl MOryT cHoOBa IpeBpallaTbest
B JITIBII; 1160 noctynars B IeYeHb ¢ MOMOLLBIO PELIENTOPOB, y3Hao X AnoE niuun
ATIOA,.

B opranuzme XM u JITTOHII ¢ nomoiisto JITI-nuna3er odecrieynBarOT MOCTYILIE-
HUe TJMIepoJia U XUPHbIX KUCIOT B TKaHU. JITTHII rnmoctaBisitoT TKaHSIM XOJIecTepoJ
(aTeporeHHble yacTuiibl), a JITIBIT mpensTCTBYIOT UX XOJeCTepUHU3ALIUN, YAAISIS U3-
JIMIIKY XOJIeCTepoJia U3 KJIETOK U HAaIlpaBJisis UX B MleYeHb (aHTUATEPOTeHHbIE YaCTU -
ubl) (puc. 9.35). Iornowenue JITTHIT TkaHsiMu peryaupyercst 3a cueT U3MEHEHUS
kosmyecTna peuerntopon JITTHII. IToBbllIeHe KOHLEHTpALIMU XOJECTEpOosia B KPOBU
BBI3BIBAET PEIPECCUI0 TPAHCKPUIILIMU T'eHa, KOAUPYIOIIETO CTPYKTYpY peLernTopa,
U CHUXKEHUME KOJIMUecTBa 3TOro 0ejika B MeMOpaHax.

HenyHe® KMCNoThl
nnen

Xonectepan

Cy

/|

ANMM—»ANHA

AnoEE100
S~ " y[nnoun
1 AngCy

c— Ar
\ MewmGpaua
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Puc. 9.35. Yuactne JIMBI1 B TpaHCcnopTe xonectepona
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B opranusme B3pocioro yesoBeka uepes 4—6 4 rocJie rnpremMa IuiiK B ChIBOPOTKE
KpoBu NpucyTcTBYIOT Bce ocHOBHEIE JIII. Yepe3 10—12 4 mocye eabl (yTpoM HAToO-
mak) orcyrctByioT XM, JITTOHII cocrasistioT He 6071ee 15% ot Beex JII1, a Ha gomo
JITTHIT u JITIBIT npuxomutcst ~ 60 1 25% oT 001Iero coaepKaHus JIUITOMPOTEUHOB
KpPOBU COOTBETCTBEHHO.

Mnepnunugemnn v atepocKknepos

B HopMe 006111as1 KOHLIEHTpalMs xosaecTepoJia ( cBodoaHbIN Xc + DXc ) cocTaBisier
200 = 40 mr/n1, a TAT — 100 £ 90 mr/na. IToBblllieHUe cofepKaHuUsl TUMONMPOTEMHOB
KPOBU — TUMEPJIMIIONPOTEUHEMUH WU TUIEPIUNIUAEMHUN MOTYT COMPOBOXIATHCS:

e TUNEpPTpUALMININIEpOemMueld (TTOBBIIIEHUEM KOHLEHTpauuu XM uiu

JITTOHIT);

e rumepxoJjecrepojemMueii (mopbieHueM KoHueHTpauu JITTHIT);

e CMelmaHHOi (pOPMOIi: COBMECTHBIM ITOBBIIIeHHEM KoHIeHTpauu Xc u TAT.

[umneprmumuaeMun OTHOCATCS K HanboJee pacIpoCTpaHEHHBIM HAPYIIIEHUSIM 00-
MeHa BEULIECTB, OT KOTOPOIO CTpajaeT MPUMEPHO KaxXAblil AecsAThli yesoBeK. OHU
MOTYT OBbITh BbI3BaHbl UBMEHEHMSIMU B TEHETUYECKOM arapare KJIeTOK WU SIBJISIIOT-
csl CJIEAICTBUEM XPOHUYECKUX 3a00J1€BaHMIA: caxapHOro AuadeTa, renaTUToB, aJIKOro-
JIu3Ma, ropaxeHui rnovex (tadm. 9.3).

Tabauya 9.3
Tunbl runepannonporenHeMuii

Ha3Banue

Tun I (cemeitHbIi ne-
it JITT-1umnassr)

Tun I (cemeitnas ru-
ITEPXOJIECTEPOIEMUST)

Tun II1 (cmemanHas
TUTICPJIVITAIESMUSI )

Tun 1V u V (cemeiinas
TUTIePTPUALIVIITIIUIIE-
pOJaEMMST)

IIpnuuna

1. ledbekT B CTpyKTYype
JITT-nunassbl.
2. Aedexrt B cTpykType AnoCy;

Jedext peuentopon JITTHIIT
niy MyTtanus B reHe AroB-100

HedexT B ctpykType AnioE, Ha-
pylIeHue yaaJleHUsI OCTaTOUHBIX
JITT 13 kpoBu

Tunepnpomyximst JITTOHTI, BbI-
3BaHHAasl TUTIEPUHCYIMHEMUEH

[unepxonecrepuHeMusi IIPOBOLIMPYET pPa3BUTHE
pa3BuTHUs 00JIe3HM TEM BhIIIe, YeM Bbille KoHueHTpauus JITTHIT n Hmke KoHIEH-
tpauus JITIBIT. [I71s BeISIBIEHUS TTPeapacioa0KeHHOCTH MallMeHTa K 3a00JIeBaHUSIM,

IIposiBneHue

BrIcokoe comepkaHue B CHIBO-
potke kpoBu XM u JITIOHII,
HET PUCKa Pa3BUTUS aT€PO-
cKiepo3a

T xonuentparmu JITHII,
KCAHTOMATO3, THIIEPXOJIeCTEPO-
JIeMUsl, PaHHUIA aTepOCKIIepO3

T KoHIIeHTpauuy XMocr,
JITIOHIT, JITIITIT, JITTHIT,
TUIIEPXOJIECTEPOJIEMUSI, TUTIEP-
TPUALIVIINIMIIEPOJIEMUSI, PaH-
HUIi aTepOCKIepo3, KCaHTOMa-
TO3

0 KoHIeHTpauny XMocr,
JITTOHIT, JITTHIT, moBbIIeH
puck OoJie3He cepaia

aTepockieposa. BeposaTHocTh



318 Brionornueckas xumms

BbI3BaHHBIM aT€POCKIEPOTUUECKUMU U3MEHEHUSIMU COCYIOB, OTIpeaeisiioT Koag du-
IHEHT aTePOreHHOCTH:
Xc obuuii — Xc¢ JIBIT Xc amHIn

wim Hatouak K = .
Xc anBI Xc anBno

B HOpMe y B3pociioro yeysoBeka 3TOT IToKa3aTeslb He JOJIKEH MpeBbIIaTh 3—4.

PasButuio arepockiiepo3a OJarornpUsITCTBYET MHPOIOJLKUTEIbHBINA TOMIYyIIEPUOL
xusau JITTHIT (¢, , = 2—6 cyT). DK30- ¥ 3HAOreHHbIe (haKTOPhl MOIYT HApyllaTh
crpyktypy JITTHIT u mux peuentopoB, cHuxkas 3(DHEKTMBHOCTb B3aMMOJIEHCTBUS
MEXIy HUMU B pe3yJibTare:

e [IePEKUCHOTO OKUCJIEHMS] HEHACBIIIIEHHBIX XXUPHBIX KUCJIOT B cocTaBe dhocho-

JINTIIOB MEMOpaH akTUBHBIMU (popmamu kuciaopona (O,, H,O,, OH');

e JIcHATypally WJIM YACTUYHOTO ITPOTE0JI13a OEJIKOBOI YaCTH;

e [IMKO3WJINPOBAHUS OCJIKOB;

e JeCUaIUPOBAHMSI TJIMKOMPOTEMHOB MEMOpaH IyTeM OTIIEIUIEHUS! KOHIIEeBbIX

OCTaTKOB CHUAaJIOBOM KHUCJIOTHI OT OJIMTOCAXapUIHBIX LIETICi;
e 00pa3oBaHMSI KOMILIEKCOB MexXay udMeHeHHbIMU JITT u aHTHUTEIaMMU.
B pesynbraTe OauTeIbHOM LUPKYJISLUUM 0 KPOBU 00pa3yloTCsl MHOXKECTBEHHO
moaudumuposannsie JIITHIT (MMJITIHIT), koTophlie yaansiroTcs U3 KpOBOTOKA C I1O-
MOIIIbI0 MakKpodaroB, MMEIOIIMX Ha MeMOpaHe pelenTOpbl K M3MEHEHHBIM KOM-
TMOHEHTaM KPOBU — CKaBeHIKep-penentopbl. Makpodaru, HakarauBas JUMUIBI,
MpeBpalialTcs B MEHUCTbIe KJIETKH, coaepxaiiue Karmiu DXc B uutoriasme. OHu
MPOXOAST MOJ, CI0I BHIOTEIMSI, TpUUYeM HanboJjiee MHTEHCUBHO B 00JIACTU TTOBPEX-
neHHoro 3HapoTenns. Cioja ke IMocTynamT TpoMOoMTEI. Makpodaru 1 TpOMOOLIMThI
BBIIC/ISIIOT IUTOKUHBI, CTUMYJIUPYIOLIAE TTpoardepalnio 1 MATPALIMIO TJIaJKOMBbI-
LIEYHbBIX KJIETOK BO BHYTPEHHIOIO 000JIOUKY COCy/a.
ATepocKIepoTUYeCcKHe OJISIIIKU TIPEACTaBIsSIIOT OO0 cKoruieHus1 DXc U ocTar-
KOB pa3pylIeHHbIX KJETOK, OKPYXXEHHBbIE KaIlCcyJol, KOTOpYl0 o0pasyloT IIaaKo-
MBbIIIIEUHbIE KJIETKU M3 MEAUU apTepUaTbHON CTeHKU. Mexay OJsilKaMu apTepuii
n JITT KpoBU MPOUCXOAUT MOCTOSTHHBINA OOMEH X0JIeCTEPOJIOM. BIsSIIKI MOTYT U3b-
SI3BIISITHCS, KaJIbIIU(ULIMPOBATHCS, BBI3bIBAS CYy>KEHUE W HAapyLIeHUe MOTOPUKHU CO-
CYJIOB, BILJIOTh IO TTOJTHOM UX 3aKYITOPKU. DTO CTAHOBUTCSI IPUUMHOM UILIEMUYECKOMN
0oJie3HU cep/lia, MH(PapKTOB MUOKapaa, MHCYJIBTOB, O0JIUTEPUPYIOLLIEro SHI0apTe-
puuTa.
Mertobl iedeHUs ¥ MPOoUIAKTUKY aTepOCKIIepo3a HaMpaBieHbl HA YCUJIEHUE OT-
Toka Xc u3 cocynoB B JII1. C 3701 11e/1b10 Ha3HAYAIOT:
e JMETy, coepxkaliryio Majio Xc;
o ynruouropsl [10JI, Hanpumep Butamubsl E, C, A, obiagaronie aHTUOKCH-
JAHTHBIMU CBOMCTBAMU;

e [IpernapaThl, coaepxKallirie ®-3-MoJMHEHACHIIIEHHbIE XXUPHbIE KUCIOThI, KOTO-
pble MPENnsTCTBYIOT TPOMOOOOPA30BAHUIO U CITOCOOCTBYIOT BhIBEACHUIO XC U3
OpraHu3Ma;
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e CEKBECTPAHThI — BEIIECTBA, CBA3BIBAIOIINE B KUIIEUHUKE XEJTYHbIE KUCIOThI
¥ YCUJIMBAIONIME X BhIBEICHNE U3 OPraHU3Ma;

e uHruoutopsl 'MI'-KoA-peaykrazsl — peryasiTopHOro ¢hepMeHTa CuHTe3a XC
(MeBakop, JJOBacCTaTUH, MpaBacTaTUH U JIp.);

e ubpathl (K10pubdpaT, heHoduodpar u ap.), akrusupyouye JI1-1unasy u cHu-
XKatromue oopaszosanue JITTOHII.

B TsKebIX cltydasix IpUMEHSIIOT COPOLIMOHHBIC METOIBI.

KoHTponbHble 3afiaHnA, TeCTbl, 3agaun

3apaHun

1. Harmmmmmre hopMysTbl TpeX OCHOBHBIX TTOJIMHEHACHIIIEHHBIX SKUPHBIX KMCIIOT:

1) nTuHONEBOIA;

2) JTUHOJIEHOBOI;

3) apaxuI0HOBOIA.

OTMeTBTe YIJIepOAHbIE aTOMBI, MPU KOTOPBIX HAXOMSATCS ABOMHBIC CBSI3U OT —
COOH koH11a, a TakXe I10J0XEeHNe TIePBOM JBOMHOM CBSI3U OT KOHILIEBOTO METUJIb-
HOTO ® aTOMa.

2. Uzo6pasute ctpoerune TAI nmuium, y koroporo Kk C, mprcoeIMHeHa 0JIeMHOBAas
Kkucnota, Kk C, — apaxroHOoBasg KUCIO0Ta, a K C; — IMHOIEeBasd KUCIOTa. ApaxuI0OHOBas
kucora conepxana '“C-merky. [Ipocneaure myTs '“C-apaxunioHOBO# KUCIOTHI U3 KU-
LIEYHMKA B aAUTIOLUT. J1JIs1 3TOrO0:

a) HaIMIIUTe peakiuio ruapomn3a 3Toro TAI B KMIIIEUHUKE, pECUHTE3 B SHTEPO-

LIMTE 1 BKJIIOYEHE B XUJIOMUKPOHBI;

0) TpaHcropT MmeueHoro TAI o kpoBu, ero paciueruieHue JITT-nunasoit u BKiIO-

yeHne MeTKU B TAI agumonuTa, COCTaBUB COOTBETCTBYIOLIME CXEMBI.

3. IIpu M30BLITOYHOM TOTPEOIIEHUM YITIEBOAOB B IEUEHU aKTUBUPYETCS CUHTE3
kupoB. [TepeHecure B TeTpaab pUCYHOK (MOIy4eH 13 puc. 9.8).

CO, NADPH
NADP*
T & Beicuras
JKUpHasdA KMCIoTa
IMupysat NAD* 1 g
€ 4 cesses
SH“PY‘*‘; NADH T .
1 6
V\ Oxkcajoanerar
CERRER Auetun-KoA Auetun-KoA

Lurpar Lurpar
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st aTOTO:

a) JOIOJHUTE M300paXKeHHYI0 CXeMY CUHTE3a BBICIICH KUPHON KUCIOThHI HElO-
cTaroImuMu (pepMeHTaMU U METa0OIUTaMU;

0) BBIOEpUTE (DepMEHTHI, aKTUBHOCTb KOTOPBIX CTUMY/IUPYET MHCYJINH; YKAKUTE
MEXaHU3MBbI, IT0 KOTOPBIM ACKCTBYET TOPMOH.

4. Hanmmute peakumio cuHte3a B2XKK, ckopocTh KOTOpOIi 3aBUCUT OT KOHILIEH-
TpallMuyd MHCYJMHA, TJIoKaroHa u anpeHaiuHa. Ha cxeme mokaxuTe MexaHU3M Jeii-
CTBUSI 9TUX TOPMOHOB.

5. Ilpu roaogaHuy WJIM BBIMOJHEHUM TOJTOBPEMEHHOM padOThI KUPHBIE KMCIIO-
ThI B TKAHSIX TIOJBEPTaoTCcs oKucieHuo. [lepeHecure B TeTpaab pUCyHOK ((hparMeHT
cXeMbI Ha puc. 9.21).

[
i Mewmb6pana kieTku P H;Cwww(CH,—CH,—CH,—CwWSKoA
Lluro3omb BKK [C=n]
AT® ceces
HSKoA <
tos
\ AMO + PR 81 cocee 3
Aunn-KoA '3 Il
H H; Cvwww CH,~CH—=CH—CwSKoA
apyxHast
- MeMOpaHa KIeTKI l
AUMIKAPHUTUH g,
\’ BHyTpeHHsIs1 l
HSKoA MeMOpaHa KJIeTKN
Matpukc - P
MUTOXOHIPUI [3 [l Il
Awi-KoA Hy;CwwwwCH,—C—CH,—CwSKoA
HSKoA
€,
N [l
“— H;CWWWCH,~CMWSKoA + eeeee
[C=n-2]
Jls1 aTOTO:!

a) JOIIOJHUTE CXeMy HelocTalolnuMu hepMeHTaMu, (hopMyIaMu 1 KopepMEHTaMM.
0) yKaxkuTe peryjsiTopHblii (pepMeHT Mpoliecca, ero akTMBaTOPbl U UHTUOUTOPBI.

6. [1pu rosogaHuM KETOHOBBIEC TeJIa CTAHOBSITCS CYIIECTBEHHBIMU UCTOYHUKAMU
9HEPrUu I HEKOTOPbIX TKaHEI:

a) yKaxuTe, KaKue TKaHU MCTIOIb3YIOT KeTOHOBBIE TeJla, a KaKre He MOTYT U T10-
yeMmy,

0) cocTaBbTe CXeMY OKUCIIEHUS
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H3C—|CH—CH2—COOH ——— CO,+H,0
OH

U PaCCUUTANTE IHEPTETUYECKUU BBIXOJ ITPOLIECCA;
B) HA30BUTE NMPUYMHBI AlIK103a TPU HAKOIJIEHUU KETOHOBBIX TEJ B KPOBM.

7. B abcopOTUBHBIN IIepUOM B TIEUeHM YCWIMBAETCS CHHTE3 XojiecTeposa (Xc);
cyOcTpar 15 CUHTe3a MOCTYIaeT U3 MUTOXOHIPUIA:
a) JOIOJHUTE CXeMy CMHTe3a XoJiecTepoJsia HeJoCTaloIMMU MeTaboIuTaMu, dep-
MEHTaMU U KohepMeHTaMMU.
0) BbIOEpUTE PEryIITOPHbIN (PEPMEHT, Ha CXeMe IMOKAXKNUTE MEXaHU3MBbI €ro pery-
JITIIAY, METa0OJUTHI M TOPMOHBI, YIaCTBYIOIIME B 9TOM TTpoIlecce.

E, I
cssesse H;C—C~~SKoA
HSKoA cdee Ll Anetmin-KoA
Il
H;C—Cr~SKoA
OkcajoaneraT E
: HSKoA

I Il
H;C—C-CH,—~C—SKoA

Aneroanetmin-KoA
Il
H;C—C~SKoA

E3
HSKoA

O\ (O
\C/

E, cees
HSKoA

Xonectepoa



322 Buonorunyeckas xumusa

B) YKaXWTe, KaKue JUIOIPOTEHMHBI 00ECHeYMBAIOT JOCTAaBKY XC B TKaHM, TOE
U KaK OHU 00pa3ytoTcs. B kakoii choopMe Xc genoHupyeTcsl B KJIeTKax 1 Mo Ka-
KVM HarpaBJIeHUSIM UCTIOJIb3YeTCs B Pa3HBIX TKAHSIX.

8. O0bsacHuTe antuareporennyio dyukuuio JITIBII, moka3aB Ha cxeme IpeBpa-
menue JITIBII B 3penbie yacTUIIbL.

Hammmmre cxemy peakumu, Katanusupyemoit JIXAT. KakoBa ponb 3Toro dep-
MEHTa B 00paTHOM TpaHcHopTe XC U3 TKAHEH B IIeYEHb.

TecTtoBble 3afaHNA

1. YcraHoBuTE COOTBETCTBHE
JIunuabsl TPAaHCIOPTUPYIOTCS MO KPOBU B BUJIE PACTBOPUMBIX HAAMOJIEKYISIPHBIX
KOMIUIEKCOB, YaCTh U3 KOTOPBIX UMEIOT CJIEAYIOIINIA COCTAB.

JIunonpoteunnni (JIIT) (coctas B %) 1 2 3
TAT 7 55 85
benku 22 10 2
Dochonunuas 25 18 3
Xounecrepoi (Xc) 8 7 2
Ddupsr Xc 42 10 3

a) K NPOHYMepOB8AHHbIM HACMUUAM NO0Oepume HA36aAHUL:
A. XUJTOMUKPOHBI.

b. JITTOHII.

B. JITITIII.

I. JITTHII.

. JITIBIT;

0) mKkaru, 8 KOMOPbIX CUHMESUPYIOMCA AUNONPOMEUHDL:
A. KpoBb.

b. KumeuHuk.

B. IleueHs.

I Mbiuisl.

M. ZKupoBasi TKaHb;

B) (VHKUUU AUNONPOMEUHOB:

A. JlocTaBKa 3K30T¢HHBIX XKMPOB U3 KUIIIEUHUKA B KPOBb.
b. TpancnopT 2HIOTeHHBIX XKMPOB 13 TIeYeHU B KPOBb.
B. IlepeHoc Xc ot JIIT 1 TKaHel B ITe4eHb.

I. TpancnopT Xc B TKaHU.
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2. BoinosiHATE MOCIEI0BATEIbHOE 3aIaHIE

a) 6 kposu c JIIIBII na XM nepenocumcs anonpomeun:
A. B-48.

b. C-II.

B. A-1.

I. B-100;

0) amom anonpomeun HyiceH 051 AKMUBAYUUU:

A. TATl-numnassbl.

b. ITaHkpeaTnuecKoii TMmaskbl.

B. JITT-nmumna3sl.

I. TTeyeHOUYHOM TUTNA3BI.

M. JInuzocomManbHOW KUCIOM TATA3bI;

) nod deiicmeuem 3moeo ghepmenma o6pa3yIOMcs:
A. 2-MOHOAUWJITJIMLIEPOJIBL.

b. XKupHble KUCIOTHI.
B
I.

=

. KeuHble KUCTIOTHI.
KeToHoBBIE TEN1a;

T) 8 MKAHAX MU COeOUHEHUS UCNOAb3YHOMCS HA CUHME3:
A. TlupyBara.
b. JAD.
B. Ddupos xonecrepoia.
I Aunn-KoA.
JI. Okcanoarerara;
1) peaxkyuio Kamaiusupyem pepmenm:
A. Aumn-KoA-cuHTeTasa.
b. EHoun-KoA-penykrasa.
B. Auun-KoA-nmerunporeHasa.
I Tuonasa;
K) OH N0KAAU308AH:
A. TonbKO B IMTO30JIE.
b. Tonbpko B MexkMeMOpaHHOM IIPOCTPAHCTBE MUTOXOHIPUIA.
B. Toabko B MaTpruKce MUTOXOHAPUIA.
I B nuTo30j1€ 1 MaTpUKCe MUTOXOHIPUIA.
J1. Ha BHemIHeit MeMOpaHe MUTOXOHIPUIA.

3. BeinoJiHuTE nocjienoBaTe/ibHOE 3aJaHie
a) 6 neuenu cunmes KK npoucxooum:

A. B aOCcopOTHUBHBII TTIepHO/I.

b. B moctabcopOTUBHBIM IEPUO]I.

B. I1pu ronoganum;

323
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0) npu smom akmueno udem npouecc:

A. I'mokoHeoreHe3a.

b. Iliukonuza.

B. CuHTe3a KETOHOBBIX TEJI.

I O6pa3zoBaHMS KETIHBIX KICIIOT;

B) 6 pe3yavmame 8 Mampukce MUMoOXoHOPUll NOGbIULAEMCS KOHUCHMPAUUSL:
A. Auetuin-KoA.

b. Auun-KoA.

B. Auetoanetuin-KoA.

I Enonn-KoA;

I) daHHOe eelecmeo:

A. KoHgeHCcHpYyeTCs ¢ OKCaIoaleTaTOM.

b. B MmutoxoHapusix npeBpaiiaetrcsi B eHomsi- KoA.

B. B3anmoneiictyeT ¢ Auetuin-KoA n oopasyer IMI'-KoA;
1) 5my peaxyuio Kamaiusupyem:

A. Aunn-KoA-geruaporeHasa.

b. I'MI'-KoA-cuHrasa.

B. HutpaTtcuHTa3a.

4. BoinoJHUTE MOCeI0BaTE/IbHOE 3aAaHe

a) 6 abcopbmueHblil nepuoo 8 neweHu nPoUCXo0Um:
A. YBenuueHue MHIEKCa TIII0KArOH/MHCYJINH.

b. B-okucnenue BXKK.

B. CuHTE3 XUPHBIX KMCIIOT.

I[. O6pa3zoBaHMEe KETOHOBBIX TEJI.

J1. TToBbILIeHUE aKTUBHOCTU MPOTEMHKMHA3BI A;
0) peeyasmopHoll peakyueil 3Mo2o npouyecca 164semcs 00pa3osanue:
A. IImuepon-3-docdara us JAD.

b. Aunnkapautuna u3 ami- KoA 1 kapauTtuHa.
B. 'MT'-KoA u3 anetoanetui-KoA u anerui- KoA.
I. Manonuin-KoA u3 auetun-KoA;

B) My peaxkyuro Kamaauzupyem gepmenm:

A. IlIimuepoi-3-docdar neruaporeHasa.

b. KapautunauunrpaHcdepasa.

B. I'MI'-KoA-nuas3a.

I. TMTI'-KoA-cuHTa3a.

. Auetnin-KoA-kapookcuiasa;

T) Kogepmenmom 3moeo hepmeHma a61aemcs:

A. H,-¢donar.

b. buotux.

B. Iupunoxcansdocdar.

I. NAD".
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1. FAD;

1) 8 peaKyuu OH 8bINOAHSEM POAb NEPEHOCHUKA:
A. CO,.

b. KapOoHUIbHOM TPYIIIIHL.

B. I[IpoTOHOB 1 371€KTPOHOB.

I MeTunabHO rpyImsl.

5. BoinoJiHUTE MOC/IeI0BaTEIbHOE 3aJaHIe

a) 6 oOmeHe AUNUO08 MUOAA3A KAMAAUIUPYEen DeAKUUI):
A. 2 auetun-KoA <> aueroaneri-KoA.

b. Annn-KoA — enom-KoA.

B. B-ruapokcuanmi-KoA — B-ketoauui-KoA.
[ Aueroauerat — B-rugpoKcudyTHpar.

. Aueroauetnii-KoA + Anetnmi-KoA — I'MI'-KoA;
0) ama peakuyus seisemcs cmaoueil 8 npouyecce:
A. Cunresa BXKK.

b. O6pazoBaHMsI KETOHOBBIX TEJL.

B. Cuntesa xonecrepona u3z I'MI'-KoA.

I TMpespamenus JITTOHIT B JITTHII.

J1. Konbroralym KeJ4HbIX KUCJIOT;

B) cyOCmMpamom 6 Smom npoyecce A6A1emcsi.

A. Manonui-KoA.

b. Auermn-KoA.

B. BXK.

I JITTOHITI.

I. ITupysar;

T) 2mo geuecmao 00paszyemcs 6 xooe:

A. KapookcunupoBanus auetmi-KoA.

b. B-oxkucnenus BXKK.

B. I'ukonusa.

I OTK.

. Cunresa BXKK;

1) npouyecc npomeKkaem 6.

A. lluto3oe meyeHn.

b. MuTtoxoHapusIx IIe4eHNU.

B. LluTo30s1e MbIIIILI.

I. MUTOXOHIPHUSIX MBIIIILI.

6. BpinoJiHuTe mocJie0BaTeIbHOE 3aJaHNe

a) npu 00bIMHOLL Oueme 0CHOBHbIM CYOCMPamom 05 CUHMe3d UKO03AHOUO08 A6AAEMC L.
A. OJjilemHOBas KUCJIOTA.

b. JIuHoneBas kucnora.
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B. JIuHosneHoBas KucjoTa.

I. ApaxugoHoBas KucJoTa.

JI. Diiko3arneHTaeHOBAas KICJIOTa;

0) oHa s6a5emCs NPeduleCmE8eHHUKOM IUK03aU008 MUNA.
A. PGE,.

b. PGF,,.

B. PGI,.

I PGD,,.

H. TXA;;

B) CUHME3 5M020 8elecmea UHeUOUpyemcs:
A. XonecTeposoM.

b. [IrokokopTUKOMAAMMU.

B. LlnkiokcureHasoi.

I PGH,.

. AcmuprHOM.

7. BbiOepuTe NpaBUJIbHbIE OTBETHI

JITIBIT:

A. CUHTE3UpYIOTCS B IEYEHU.

B. fAABasitoTCs KOPOTKOXKMBYIIMMU YaCTULIAMU.

B. O6ecneuuBarot cozpeBaHre XM u JITTOHII.

I Tpaucnoptupytot Xc u3 JIIT 1 TKaHei B IIe4eHb.
J1. JlocTaBagioT Xc B TKaHU.

8. BoiOepuTe npaBuIbHbIE OTBETHI

ITocne npuema nuiiuy, 6oraToi yriaeBojamMmu, B IIeUeHU:

A. YckopsieTcst aapoOHBIN TTTUKOIN3.

b. BospacTtaeT akTMUBHOCTb LIUTPATIMA3HI.

B. ®ochopunupyercs anetuia-KoA-kapdbokcunasza.

I BospacTaeT KoHLeHTpaLus GpyKTo30-2,6-0ucdocdara.
. CHIKaeTcs akTUBHOCTh MaJTUK-(hepMeHTa.

9. BriOepuTe MpaBUIbHBIE OTBETHI

YV mapadonna, 6erymero 10-i kM:

A. B KpoBU MOBBIIIIaeTCS KOHIICHTPAITUS MHCYJIMHA.

b. B anunouurax ¢pochopunupyercs ropMoHUyBcTBUTEIbHAs TAI -numasa.
B. B Mbliax Bo3pactaeT akTUBHOCTb KApHUTUHALIMAITPaHC(epaskbl.

I B mbimax Beicokas koHueHTpaust AT® nHarudupyet LT13.

. TTpoTenHKknHAa3a A B KJIETKaX IPUHUMAET CTPYKTYpYy TeTpaMmepa.

10. BriOepuTe nmpaBuiibHbIE OTBETHI
[Tpu rosiogaHrK B KPOBU MOBBILIAETCSI COAEPXKAHUE!
A. JITTOHII.
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b. KommiekcoB anbo0ymuH—B2XKK.
B. Xonecrepoia u ero a¢pupos.

I. KeToHOBBIX Te.

J1. IIT10KOo35I.

11. BoiOepuTe NpaBUIIbHBIE OTBETHI

Mo06unu3zaiiust XXKUPOB B XKUPOBOM TKaHU TTPOUCXOIUT:

A. B abcopOTHUBHBII MepuUoOI.

b. TTpy HU3KOM MHCYJIMH-TJI0KAaTOHOBOM WHJEKCE.

B. Korpa TATI'-nmuma3za ¢ochopuiarpoBaHa.

I. TIpu akTMBaLMK TJIMKOIM3A B IEYECHU.

. Korga JIIT-nmuma3a pacmeruisier TAT B coctaBe JITTOHII.

12. YcTaHoBUTE COOTBETCTBHE

MeTta60mThHI [-okucienne
A. Autetun-KoA. 1. AKTUBUpYET -OKUCTIEHMUE.
b. Manonun-KoA. 2. Hrubupyer B-okucieHue.
B. ITupysar. 3. fBnsgercs MPOAYKTOM [B-OKUCAEHUS
I. NAD". KUPHBIX KUCIOT.
. CO,.
13. YcTaHoBUTE COOTBETCTBUE
MeTabo0uThI IIpoueccer

A. ZKupHbI€ KUCIOThI.
b. Aueroarierar.

B. B-ruapoxkcubyTupar.
I. AueroH.

J1. Imoxo3a.

. Obpa3zyeTcs npu HepepMEeHTATUB-

HOM ,Z[eKap6OKCI/UH/IpOBaHI/II/I alcTo-
alcrara.

. KeToHOoBOE Te0, oOpasyloleecs

B KPOBHM YeJIOBeKa B HAaMOOJIbIIEH
KOHIIEHTPAIINH.

. 17151 GOJIbILIMHCTBA TKaHEW MpU

TOJIOOAHUU ABJIACTCA OCHOBHBIM
MCTOYHNKOM OHEPIrum.

14. Boi0depuTe npaBUIbHBIE OTBETHI

[TpuurHOI XKeTUYHOKAMEeHHOU 00JIe3HU SBJSIETCSl HapyllIeHWe KOJIMYeCTBEHHOIO
COOTHOILLIEHUSI TUMTUIOB, BXOASIINX B MULIEUTBI KETUM, 32 CUET:

A. Tloeiienust aktuBHoct ' MI'-KoA-peaykTassbl.

b. YBenunuenus conepxanus JITTOHII.

B. CHuXeHMs1 aKTUBHOCTU 7al-TUAPOKCUIIA3HI.

I Iosbienus akruBHoctu JIXAT.

. YMeHbleHUs coaepxxaHust (pochoaunuaos.
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3apgaun

1. Y 6osbHOTO, IMOCTYMUBIIETO B CTALIMOHAP, HAOIIOAAINCH CYIOPOTrU U C1ad0CTh
MpHY BBINIOJHEHUU (hU3MUecKux Harpy3ok. IIpoBeaeHHbIe UcCIeq0oBaHuUsI TTOKa3alu,
YTO y MallMeHTa B MBIIILAX Pe3KO CHIKeHA aKTUBHOCTH (DepMeHTa KapHUTUHAIIII-
TpaHchepassbl I 1 HabIIOmaeTCsa HaKOIIeHHe XXUpoB B KieTkax. [Ipeamnonoxure, Kka-
KOI1 IIpoliecc 00OMeHa JIMIMI0B HapyIlIeH IIPY 3TOM MaTOJIOTUX U YeM BBI3BAHO HAKO-
mrenue TAI B Tkanax. i1t 3Toro:
a) HaIMILIMTE CXEeMYy Ipoliecca, B KOTOPOM y4acTBYeT KapHUTUHALMITpaHChe-
paza I;

0) mpeacTaBbTE CXeMY METa0O0JMYEeCKOro ITyTH, aKTMBALMs KOTOPOro IpHuBesa
K HakomieHuto TAI' B MblIIax;

B) MPEANOJOXUTE, YTO MOXET ObITh MPUUMHON CHUKEHUS aKTMBHOCTHU YKa3aH-
HoOro pepMeHTa.

2. SImaiickas pBoTHast 00JIe3Hb BOZHUKAET Yy JIIOACH MOCJIe YIIOTPEOJIeHUS B TTUIILY
He3penbiX 110A0B aku (Blighia sapida), KoTopble coaepKaT TOKCUH TMIOTJIUINH —
nHruourop aumin-KoA-ngeruaporerassl. [1pu aTom 3a00/1eBaHUM B KPOBU M MOYE OT-
MeJaeTCs BBICOKOE COMepsKaHMe CBOOOTHBIX SKUPHBIX KUCIIOT, TMKAPOOHOBBIX KMCIIOT
(anuNUHOBOU U CyOEepUHOBOI), a TaKXKe pa3BMBAIOTCS XMUPOBask MHGWIBTpALIUS Te-
YyeHU U runorjiinkemusi. O0bsICHUTE, MOYEeMY TMIOTJIMIIMH BbI3bIBa€T pa3BUTHE Mepe-
YHCJIEHHBIX CUMITTOMOB. 1151 3TOTO:!

a) HaIUIIKUTEe CXeMy Mpollecca, B KOTOPOM yyacTByeT aluwi- KoA-aeruaporeHasa;

0) OMpeanoyioxkuTe, ¢ YeM CBsI3aHa XUpoBasi MHMUIbTpalvsl TIeYeHU, HATTUIIIUTE

cxeMy cuHTe3a TAI B rermarouurax u myTU UX BbIBEACHUS U3 TTEYCHU;

B) YKaXXMUTE MPUYMHBI TMIOIJIMKEMUH, HAOII01ato01eics Mpu 3Toi 00J1€3HU, U OT-

BETHTE Ha BOIPOC 3a1avyH.

3. Jlnsa ynedeHUsT CepACYHO-COCYAMCTBIX 3a00JIeBaHUI, TaKUX KaK TPOMOO3bI,
OCTpasl cepleaHast HeIOCTaTOYHOCTD, TUTIEPTEH3MS, ITMPOKO MCIONIB3YIOT TIperrapa-
THI aCIIMPUH-KApINO W KapaAMOMAarHui, KOTOPBIE TIPOSBIAIOT aHTUTPOMOOTHIECKOE
JEeNCTBUE 3a CYET CHUXKEHUSI CHHTE3a TpoMOOKcaHa A,. YKaxure, Iie U Kak CHUHTe-
3UpyeTcs 3To BellecTBO. [To KakoMy MexaHM3My aclIMpUH CHUXAeT ero cuHTe3? Jlist
3TOrO:

a) U300pa3uTe cXeMy MeTabOJMYECKOro MyTU, B KOTOPOM CUHTE3UPYETCsl TPOM-

OokcaH A,, ¥ CTaINI0, HA KOTOPOI acMPUH OCTaHABJIMBAET €r0 CUHTE3;
0) yKaxuTe Opyrue JeKapCTBeHHbIE IMpernapaThl, KOTOPbIE TOXE MOTYT CHMXKATb
CUHTE3 TPOMOOKCaHa A,, U MEXaHNU3M UX IEWCTBUA.

4. Y 00JbHOTO OOHApPYXKEHO PeAKOoe HacleACTBEeHHOe 3aboyieBaHue abeTaanumo-
MpOTEeMHEMHUsI, B pe3yJIbTaTe KOTOPOro HapylleH cuHTe3 0eakoB Amo-100 B meyeHun
n Amno-48 B kuireuHuke. Kakue n3amMeHeHUs B OOMEHE JIMIIMAOB 1 COCTaBe KPOBU
BJIEYET 3a c000i1 3TO 3a0oneBaHue? Ilouemy TakuM O0OJIbHBIM OTPAaHUYMBAIOT YIIOTPE-
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Os1eHue xxupa B paroHe? IToueMy opraHu3M IJI10X0 CHaOXKaeTcs XKMUpaMu, CUHTE31-
pOBaHHBIMU B TeyeHn? [J1s1 oTBeTa Ha BOMPOC 3aJauu:
a) ykaxwurte, Kak 0esku Ano-100 n Ano-48 cBsi3aHbI ¢ 0OMEHOM XMPOB; TA¢ CUH-
TEe3UPYIOTCS U Kakue (PyHKIUU BBITTOTHSIOT;
0) m300pa3uTe cxeMbl MeTabOMMIECKUX ITyTell cuHTe3a TAI B KuieyHrKe 1 nede-
HU, TPAHCTIOPT KMPOB 110 KPOBU M TANTE OTBETHI HA BOIIPOCHI 33Ja4K.

5. B BepmonTtckoii TopbMe (CLLIA) mpoBenu ucciaenoBaHue. 3aka0UeHHbIX ¢ HOP-
MaJIbHBIM BecoM Tejia B TeueHue 200 qHeil KOpMUIM ABOMHBIM pauroHoM. K KOHILy
ucciaenoBaHus 20 yenoBek npudaBwiu ot 9 no 12 xr. [lociie Bo3BpailieHUs K HOp-
MaJIbHOMY MUTaHUIO 18 M3 HUX OBICTPO COPOCUIIM JIMIIHUI BEC, a IBOE COXPAaHWIN
HaOpaHHble KuiorpaMMmbl. UMEHHO y HUX Oblja BbISIBJIEHA T€HETUYECKas MyTallus
B I'eHe, OTBETCTBEHHOM 3a peryJsiuuio anmeruta. [Ipeanonoxure, Kakue reHeTHve-
ckue aedeKTbl MPUBOASIT K oXXupeHuto. B xone oTserta:
a) HaluUIMTe Ha3BaHME reHa, OEJIKOBbIN MPOAYKT KOTOPOTO KOHTPOJIUPYET MaccCy
XKMPOBOU TKAHU;

0) yKaxkuTe (OYHKIMU 3TOro OejiKka W ApYyrue MpUYMHBI, TPUBOASIIME K OXUpPE-
HUIO;

B) COCTaBbTE€ CXEMY METa0OJUUECKUX TyTeil, OOBSICHSIIOIINX 00pa3oBaHue XKupa
MPU U30BITOYHOM YIJIEBOJHOM MUTAHUU.

6. K nennaTtpy obpaTuiach KeHIIMHA, KOTOPYIO 0€CIIOKOWI MOBBILICHHBII arre-
TUT pebeHKa, 0COOEHHAs! CKIIOHHOCTb K yriieBogHOM nuiie. OTMETUB, YTO Ma-
JICHbKW TAallMEHT UMeeT U30BITOUHBIN BeC, Bpay peKOMeHI0Bajla MepeBecTr
pebGeHKa Ha TUIOKAJIOPUIHYIO TUETY U 00PATUTHCS B TEHETUUECKYIO KOHCYJIb-
TaIMIO [T BBISICHEHUS TIPUYMH CKJIIOHHOCTH pebeHKa K mepeenannio. C yeM
CBsI3aHbl peKoMeHaaluu gokropa? Ilpu oTBeTe:

a) yKaxKuTe reHeTUYecKue NeeKThl, KOTOPbIe MPEAoJ0XKMI JOKTOP y MallMeHTa
U IOYEeMy;;

0) MpeacTaBbTe CXeMbl METaOOJIMUYECKUX MyTel CMHTE3a Xupa Mpu U30BITOYHOM
MOTpeOJICHUY YTIIEBOIOB.

7. Ilo cratucTuke okoJjo 15% B3pocyioro HacejJeHus IJIaHEThl CTPAJaeT KeaTIHO-
KaMeHHO1 00Jie3HbI0. [TosiBIeHre KaMHe B XKeJITYHOM ITy3bIpe U IPOTOKaX BO3HUKA-
€T B pe3yJIbTaTe IepeHAaChIIIEeHNS MULIEII XKeJTYH X0JIECTEPOJIOM. DTOMY CITOCOOCTBY-
0T 3aCTOM KeJTYM 1 BOCTIAJIUTE/IbHbIE 3a00/IeBaHMSI. YKAXKNTE, K KAKMM HapyILIeHUSIM
B OOMEHE JIMIUI0B IPUBOAUT XKeJTUHOKaMeHHas 0oyie3Hb. Kakue nu3aMeHeHus B pery-
JISIUMY CUHTE3a XC Y JKeJTYHBIX KMCJIOT COMPOBOXKAAIOTCS TIEPEChILIECHUEM XKeaun Xc?

JIJ1st oTBETa HA BOMPOC:

a) cocraBbTe cxeMy ItepeBapuBaHus TAI B KUIIeYHUKE U OTMETBTE POJIb XKETIn

B 9TOM IIpOIIECCE;
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0) n300pa3uTe peryasaTopHbIe peakKluy CUHTe3a XC U XKEeTYHbIX KMCIOT, MHTUOU-
TOPBI U aKTUBATOPBI 3TUX MPOLIECCOB;

B) MpelCTaBbTe CXeMY HTEpPOrenaTUuyeckKoi HMPKYISLUNA U OTBETHTE Ha BOIPOC
3amavu.

8. 1151 cHUXKeHM S pUCcKa pa3BUTUSI aTePOCKIIepO3a 1 TMIIePX0JeCTEPOIEeMIUU Bpauu
PEKOMEH/IYIOT TUEThI C MOHWXXEHHbBIM COIep>KaHUeM YIJIEBOIOB U XKUPOB. OObsICHUTE
MpaBOMEPHOCTh TaKOl peKoMeHaaluu. Jlist aToro:

a) n300pa3uTe CXeMy CHUHTE3a XOJIeCTepoJia, yKazaB CyOCTpaTbl MU MCTOYHUKU

BSHEPIUu;

0) Ha cxeMe MOKaXUTe, KaK TMITOKaJopuiiHash AueTa U3MEHSIET rOpMOHaIbHBIN

cTaTyCc OpraHM3Ma U CHUXKAeT CUHTE3 9TOro CTepoua.

9. Yuennle CIIA moka3anu, 4To J100aBKM B MUILY (HarpuMep, B IMOBapEeHHYIO
COJIb) CEKBECTPAHTOB — CMOJI, CIIOCOOHBIX B KMIIEYHUKE CBSI3bIBATH U BBHIBOJIUTH
U3 OpraHu3Ma XeJTYHble KHUCJIOTHI U XOJECTEPOJI, YJIYUIlaloT COCTOSIHUE OOJIbHBIX
UIIEMUYECKOM 00JIE3HbIO Cepalla, BbI3BAHHOW aTepOCKJIEPOTUYECKMMU U3MEHEHU-
ssMu cocynoB. OHM cHuxaroT KoHueHTpauuto JITTHIT kpoBu 1 yactoTy mpuctymnon
Ha 10—15%. O6BsIcHUTE, TOUEMY UCITOIb30BaHUE CEKBECTPAHTOB CHIKACT COMepKa-
Hue JITTHII. /1ns orBeTa:

a) MpelcTaBbTe CXeMY CUHTE3a KeTUHBIX KUCJIOT M UX yJacThe B SHTeporenatuye-

CKOM LIAPKYJISLIMN;
0) nokaxwuTte nyTh oopazoBaHust JITTHII, ux ¢pyHKUMU 1 pojib B Pa3BUTHUU aTepoO-
CKJIepo3a.

10. B KIMHUKY MTOCTYNUJ TALIMEHT ¢ o0uTeEpauueit aptepuii KoHeuHoctei. [1pu
00cyie0BaHUM ObUIO YCTAaHOBJIEHO, YTO KOHILEHTpallMs XOoJiecTeposia B KPOBU —
280 mr/mt (ipu Hopme 200 * 40 mr/mn), Koa(phUIIMEHT aTepoOreHHOCTH — 5,6 (TIpu
HopmMme 3,0—3,5). boaxbHOMY OBLIM Ha3HAYEHBI JIoBacTaTUH — MHIruoutop ' MI'-KoA-
penykTasbl, ®-3 MOJMHEHACHIIIEHHbIC XXUPHbIE KUCIOThl M KOMIUIEKC BUTAMUHOB,
BKJTIOYArOIINii BeicoKMe 1036l BUTaMrMHOB E, C 1 A. O0ocHYyiiTe 11e/1eco000pa3HOCTh
HCTIOJIb30BAaHUS STUX MperapaToB. st 3TOro:

a) mpeacTaBbTe cxeMy (popMupoBaHus $HOHAA XoJecTepoja B OpraHM3Me U poJib

I'MTI'-KoA-peaykTasbl B 5TOM MPOLIECCe;

0) yKaxuTe, KaK pacCUMThIBaeTCsI KO3(h(MUILMEHT aTepOreHHOCTU U KaK OH 3aBU-

cut ot KoHueHTpauu JITTHIT u JITIBIT;

B) OOBSICHUTE, TOYEMY YBETMUEHNE B palliOHE OOJIBHOTO -3-TIOJTUHEHACHIIIIEH-

HBIX XKMPHBIX KMCJIOT U BUTaMUHOB A, E, C cHMKaeT XoiaecTeposa KpoBH.

STaNioHbl OTBETOB K TECTOBbIM 3afaHUAM

1. al—I2—b;3—A.
0)l —A;2—B;3—b.
B)l—I2—b;3—A.
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Memaboauszm
aA30McooepIcauiux
COCOUHCHUIL

Ilenu u3ydenusi. 3HaTb U YMETb OOBSICHSITD:

STaITBl TTIepeBaprMBaHus OeTKOB, (DepMEHTHI, YIACTBYIOIINE B 3TOM IIpoIlecce,
1 TIPUYWHBI, TIPUBOISIIINE K €T0 HApYIIEHHIO;

POJIb TIOJTHOLIEHHBIX O€JIKOB B TUTAHWM YeJI0BEKa, MPUHIIAIBI pallMOHAJIBHOTO
MUTAHUS;

MPOLIECCHl TPAHCAMUHMPOBAHUS U CITOCOOBI 1€3aMUHUPOBAHUS AMUHOKUCIIOT,
Ouoslornueckoe 3HaYeHNEe STUX peaKlnii; 3HaUeHUe OIpeae/IeHNST aKTUBHOCTH
TpaHCaMWHAa3 TS TMarHOCTUKY 3a00JIeBaHUIA;

CITOCOOBI 00E3BpEKMBAHUS aMMHUaKa B OpraHU3Me, MPOSBICHUS W IPUYUHBI
TOKCUYHOCTU aMMHUaKa Mpu TMIIepaMMOHUEMUSIX; 3HAUEHUE OMPeIeIeHUS CO-
JIEPXKAHUSI aMMMaKa U MOYEBUHBI U151 TUATHOCTUKY 3a00JIEBAHUIA;

pOJIb CEpUHA, TIMIIMHA U METHOHUHA B 00pa30BaHNU U UCTIOJb30BAHUU OTHO-
VIJIEPOIHBIX TPYIII B CUHTE3€ Pa3JIMUHBIX BEIIIECTB;

0coOeHHOCTH oOMeHa (heHMITAIaHMHA ¥ TUPO3WHA B Pa3IMIHBIX TKAHSIX, TIPH-
YUHBI HACJIECTBEHHBIX 3a00JIeBaHUI, CBSI3aHHBIX C HapyllleHUEM UX MeTabo-
JIU3Ma;

MyTU CUHTe3a U (u3rojgornyeckue @YHKIUU OMOTEHHBIX aMUHOB, CIIOCOOBI
MUX MHAKTUBALWU; TIPUYMHBI U TIPUHIUIIBI JIeYeHUsT 3a001eBaHUi, CBI3aHHBIX
C HapylIeHUeM CUHTe3a OMOTeHHBIX aMUHOB WJIM X MHAKTUBAIINH;
0COOEHHOCTH 0OMeHa ITyPUHOBBIX Y TUPUMHUIMHOBEIX HYKJICOTHIOB.

10.1. MeTabonnsm ammMHOKNCNOT

OCHOBHBIM 3K30T€HHbIM HCTOYHMKOM AMUHOKWCIIOT SIBJISIIOTCSI OCJNKU TIUIIIN.
Benku mepeBomATCsS B MOCTYITHYIO TSI OpraHu3Ma (opMy TIpU TiepeBapUBaHUM IO
JIEHUCTBUEM TIPOTEOTUTUICCKUX (PEPMEHTOB, BXOISIINX B COCTaB KEIYIOYHO-KU-
IIEYHBIX ceKpeToB. CBOOOIHBIE aMUHOKUCIIOTHI BCACBIBAIOTCSI U TIOCJIE TpaHCIopTa
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KPOBBIO BKJIIOUAIOTCS B KJIETKAX B pas3W4YHble METaOOIMYECKUE MYTH, TJIaBHBIM U3
KOTOPBIX SIBJISIETCS CUHTE3 COOCTBEHHBIX OelKOB. Kpome TOTro, aMMHOKMCIIOTHI UC-
MOJIb3YIOTCS ISl CUHTEe3a APYTUX a30TCoAepXKallluX COeAMHEHWI, HapuMep TaKuX,
KaK TUPOKCHH, aipeHaJIMH, TUCTAMUH, BBIMOJHSIONIMX crieluduyeckue GyHKINUU.
AMMHOKUCJIOTBI CJTyKaT TaKXKe UCTOUHMKOM 3SHEPruU, BKJIIOUASICh B ITyTh KaTab0OM3-
Ma. McTOYHMKM aMUHOKMCIIOT M ITYTU UX MCTIOJIb30BaHU MpeacTaBieHbl Ha puc. 10.1.

Pacnan TkaHeBbIx OenkoB (~ 400 r/cyT) He obeclieunBaeT 3aTpaT aMUHOKUCIIOT,
HEOOXOIMMBIX MPU MCHOIb30BAHMU MX KaK MCXOMHBIX BEILIECTB IUIST KaTaboau3ma
WJIM CUHTEe3a APYTUX a30TCoAepXKallrx coeAruHeHn . CUHTe3 aMUHOKHUCIIOT U3 yIJjie-
BOJIOB TaKXXe He obecrieuyrBaeT Bcex MOTpeOHOCTel opraHM3Ma, Tak KakK 13 yrieBo-
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Puc. 10.1. CTOYHMKN 1 nyTN NCNOJIb3OBaHNA aMUHOKNCIIOT:

a — CUHTEe3 13 yrnesoaoB (BO3MOXEH TONbKO AnA rpynnbl 3aMeHNMbIX AMUHOKMCAOT). Bbl60p
OAHOro n3 MeTaboNMUYeCcKnx I'IyTeVI (6, 8, 2) 3aBMCHT OT CTPOEHNA aMUHOKNCNOTbI, ¢VI3VN€CKOI'O Cco-
CTOAHWA OpraHM3ma u perynaunmn
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JIOB BO3MOXEH CUHTE3 JIMIIb YIJIEPOIHOM YaCTU aMUHOKMCIIOT, Ha3bIBAEMbIX 3aMe-
HuMbIMU. CJ1e10BaTEIbHO, OCHOBHBIM HCTOYHHKOM AMUHOKHUCJIOT SIBJISIIOTCS 0€JIKH
THIIHA.

A3oTuCTbIN GanaHc

A30THCTBII 0aJJaHC — 3TO pa3HUIIA MEXIY KOJIMYECTBOM a30Ta, ITOCTYIAIOILIETO
C MUILEeH, U KOJIMYSCTBOM BbIIEISIEMOro a30Ta (B OCHOBHOM B COCTABE MOUYCBUHHI).
95% BCero a30Ta B OpraHu3Me MPUXOIUTCS Ha T0J110 aMUHOKUCIIOT. ClieqoBaTe/IbHO,
a30TUCTBIA OaJlaHC XapaKTepU3yeT COCTOSTHUE OEJIKOBOIO M aMMHOKMCIIOTHOTO 00-
MeHa.

A3oTHCTOE paBHOBecCHE (KOJUUYECTBO BEIBOJAMMOTO a30Ta paBHO KOJIMUYECTBY MO-
CTYIAIOIIET0) XapaKTepHO IJIsI 3J0POBOro YyejloBeKa ¢ HOpMaJbHBIM PUTMOM TTH-
TaHUSI.

ITonoxuTENBHBI A30TUCTHIN OaMaHc (BBIBOAUTCS a30Ta MEHbIIIE, YeM MOCTYTIAeT)
MMeeT MECTO B IIepMOJI pOCTa OpraHM3Ma WK IIPU BbI3IOPOBICHUHU OCJIE UCTOIIAI0-
1IMX 3a001eBaHUA.

OTpHuaTeNbHBIIA a30THCTbINA 0aJaHC (BBIBOAUTCS a30Ta OOJbIlE, YeM TOCTYIAeT)
XapakTepeH JJIs TeYeHUS NCTOILAIOIINX 3a00JIeBAHUI, COCTOSTHUS TOJIONAHMST, CTAPEHUSI.

MepeBapuBaHune 6enkos

benku npeactaBiasiioT cO00K BBICOKOMOJIEKYJISIDHBIE MOJIMMEpPbl, 00pa3oBaH-
Hble 20 aMMHOKUMCIOTaMU, COeIMHEHHBIMU MENTUIHBIMU CBSI3sIMU. B XXenyaouHo-
KMIIEUHOM TpakTe OeJIKM MOABEepPTaloTCs TMAPOJIUTUUYECKOMY paclleIJIeHuo 10
aMUHOKHCJIOT-MOHOMEPOB, KOTOPBIE BCACHIBAIOTCS M 3aTE€M TOCTYITAIOT B KIETKHU
TKaHei.

Tabauya 10.1
DHIONENTHIA3bI KETYI0YHO-KHIIEYHOT0 TPAKTA

IIpobepment MecTo cuHTe3a  MecCTO U MEeXaHU3M AKTHBAIIMHI AKTHBaTOP
Ilencunoren  I[maBHbie kneT-  [loaocTh xXemyaka. HCI, nencuH,
KU XeTyaKa OruierieHre N-KOHIIEBOM YacTW  ayTOAKTUBALIMS

(42 ocTaTka aMMHOKUCJIOT)

Tpuncuuoren Ilomkemrymou- [TorocTh TOHKOTO KMIIIEYHUKA. DHTepOonenTrIa3a
Has KeJje3a Ormernienne N-KOHIIEBOIO TeK-  KJIETOK KMIIIEYHUKA
canenTuaa
XUMOTpPHUII- IMomxkemymou- [ToJiocTh TOHKOTO KUIIIEYHUKA. Tpurncunr
CHUHOTEeH Hag Xeje3a Pacimenienne Tpex menTUIHbIX

CBsI3eii ¢ 00pa30BaHMEM TPEX ITeI-
TUIHBIX eI, COSTMHEHHBIX
TUCYTbGOUIHBIMUA MOCTUKAMU
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I1epeBapuBaHue MUIIEBHIX 0€JTKOB HAYMHACTCS B XKEJTYIKE 1 3aBEPIIIAeTCS B TOHKOM
KUIIEYHUKE IO/ IEUCTBUEM TTPOTEONUTUISCKUX (DepMEHTOB (TTENTUATHUAPOIIA3, TIeTI-
THUIA3, TPOTea3 — Ha3BaHUSI-CUHOHMMBI). B COOTBETCTBUU ¢ MEXaHMU3MOM NEWCTBUS
9TU (PepMEeHTHI AEJISIT Ha ABE TPYIbl: SHAO- U 2K30IMeNTuaa3bl. DHAONEeNTHAA3bI:
MeNnCHH, TPUNCUH U XMUMOTPMIICHH, PACILETUISIIOT TENTUAHbIE CBSI3W, PACIIOIOXEH-
HbIe BO BHYTPEHHMX yJacTKaX MOJUMIENTUIHON 1iern. OHU CUHTE3UPYIOTCS B BUIE
HEaKTUBHBIX TPEIIIECTBEHHUKOB TTPOGepMEHTOB. TakKnMM CIIocoO0OM CEKpeTHpyIo-
IIMe KJISTKH 3allUINA0T CBOM COOCTBEHHBIE OCIKM OT pa3pylIeHUs STUMU (hepMeH-
tamu. [locie cexperny mpocepMeHTHI aKTUBUPYIOTCS B TIPOCBETE KeTyaKa VTN KH-
IIeYHMKA ITyTeM YaCTUIHOTO IpoTeoan3a (tada. 10.1). B HopMme cim3ucrtast o6ojiouka
JKeJTyJKa M KWILeYHUKa 3alluilieHa OT IeCTBUS IpoTeas ciioeM ciusu. Kpome Toro,
MOBEPXHOCTHBIN TMOJMCcaxXapUaHbIN CJI0OH M1a3MaTUuecKoil MeMOpaHbl TakXke Mpeo-
XpaHseT KJIETKY OT JIeUCTBUS ITpoTeas.

MepeBapuBaHue 6enKOB B XKenyake

BonbIMHCTBO HATUBHBIX MMUILEBLIX 0EJIKOB UMEIOT CTPYKTYPY KOMIIAKTHOM TJIO-
OyJIBI, X TIO3TOMY 3HAUMTEIbHAS YaCTh eI TUIHBIX CBSI3eM HEIOCTYITHA IJIsSl TUAPOJIN-
TYecKnX pepMeHTOB. OTCI0Ia BO3HMKAET HEOOXOAMMOCTh B IIpeABApPUTEIbHOM JIe-
HaTypalum 0ejIKa, IPOUCXOASIIEH B XKeIyaKe, CoIepKMMoe KoTtoporo nmeet pH ~ 2
Onaromapsi cekpeluu o0KJIagouHbIMM KiaeTKamu causucroir HCl. B xucnioit cpene
HapylIalTCcsd MHOTME cjabdble CBSI3U, CTAOMIMU3UpYIOIIe OeJKOBYIO INIOOYJy, OHa
pa3BopauuBaeTcs, Aejast AOCTYITHbIMU CBSI3U AJisl mpoTeosu3a. Kpome Toro, cossiHast
KMCJIOTa BBITIOJIHSET W ApyTrue QYHKIWU:

e co3gaeTr bapbep, MPENSTCTBYIOMIMIA MOITagaHUIO0 MAaTOreHHBIX OaKTepUii B KU-

IIEYHUK;
e yYaCTBYeT B aKTMBAIIMY ITETICUHOTCHA.

O6pasoBaHue HCI

CoJlsIHYI0 KUCJIOTY CEKpPeTHUPYIOT MapUeHTAIbHbIC KJICTKM SIMUTEIUS KeJlyaKa.
B ocHoBe 3TOrO0 Mpoliecca JeXUT BbIKaYMBaHUE U3 KJIETOK MOHOB BOJOpPOAA MPOTUB
rpagrveHTa KoHueHTpauuu. IlepeHoc MpOTOHOB MPOMCXOOUT TPU Y4aCTUM TpaHC-
noptHoii HY,K"-AT®a3bl. DTOT hepMEHT, UCIONb3yd dHEpruio rugponnsa ATD,
BbIKaunBaoT H™ B 00MeH Ha BXOLALIMI BHYTPh KJIeTKM K*, KOTOPBIH BIIOCIEACTBUI
TOXE BBIBOAUTCS M3 KJIETKU. MICTOUHMKOM IPOTOHOB SIBJISIETCS YrOJbHAsl KUCIIOTA,
KoTtopas obpasyetcd npu Bzaumoneictsun CO,, Monagarouiero B KIETKy U3 KPOBH,
¢ H,0. Peakuuio katanusupyer (pepMeHT KapOOaHTUIpa3a.

CO, + H,0 <> H" + HCO,".
YronbHag KuciaoTta fuccounnpyet ¢ oopazosanuem nporoHos 1 HCO,~. bukap-

OoHATHBIC MOHBI MPHW TTOMOINM AaHWOHTPAHCIIOPTHBIX OETKOB OOMEHMBAIOTCSA Ha
HMOHBI XJIOpa 13 KPOBH, 3aTEM BBIXOISIT B TIOJIOCTH Keryaka, oopasys HCI.
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Ilencunoren B npucyrctBuu HCI mpuoOperaeT 4acTUUHYIO MPOTEOIUTUYECKYIO
AKTUBHOCTb BCJEACTBUE MPOTOHUPOBAHUSI HEKOTOPBIX IPYII U U3BMEHEHUSI KOH(DOP-
Maluu. AKTUBUPOBAHHBII TAKMM O0Opa30M IeNCUHOTeH KaTaau3upyeT OTIIeTIeHUe
OT JAPYTOii MOJIEKYJIbI TIeTICMHOTeHa N-KOHI1IeBOI YacTH, coaepxKaiinii 42 aMUHOKUC-
JIOTHI, TepeBoisl (pepMEHT B aKTUBHY1O (hopmy. OOpa3oBaHHBIN MEMCUH KaTaTU3UpyeT
MpeBpalleHUe IPYruxX MOJIEKYJ NerncuHoreHa. TakuM o6pa3om, MPOAYKT peaKkiuu —
MEICHH YCKOPSIET CBOe cOOCTBeHHOE oOpa3oBaHue. [10g00HbBIM TUIT aKTUBAIIUM Ha-
3bIBAETCS AyTOAKTUBALIMEH.

[TenicuH — sHOMENTUAA3a, TIOATOMY B pe3yjbTaTe ero JAeicTBUs 00pa3yloTcsl He
CBOOOIHbBIE aMUHOKMCIIOTHI, a 60Jiee KOpoTKKe NenTuabl. [lencun obaagaeT crieiu-
(pryHOCTBIO K oOMpeaeSeHHbIM aMWHOKMCIOTaM, OOpa3yloIIMM MOJUIEHTUIHYIO
nenb. IlerncuH ¢ 6oJblIell CKOPOCThIO TUAPOIM3YET CBSI3U, 00pa30BaHHbIE KapOOK-
CUJIBHOM M aMMHOTPYIIIION apoMaTudeckux aMuHokuciotr @ex, Tup, Tpu ¢ mobdoit
apyroii ammHokuciaoroi (—®eH—x—; —Tup—x—; —Tpu—x—). Heckonbko men-
JIeHHee TUIPOJIM3YIOTCS TIENICMHOM CB$I3M, 0Opa3oBaHHbIE JEUIIMHOM U TMKApOOHO-
BBIMU KHCJIOTAMM.

[Tpn MHOTUX 3a00JeBaHUSIX XEIYIOUHO-KUIIIEYHOTO TpaKTa HapylllaeTcsl CeKpe-
uust HCl v nencunoreHa. Miamenenue konueHtpauuu HCl u erncuHa B XKeay104YHoM
COKE UCIOJIb3YeTCs TSI JUarHOCTUKU HEKOTOPBIX 3a00JI€BaHU I XKeJTyaKa.

MepeBapvBaHMe 6eNKOB B KULLEYHNKE

YacTuuyHO IepeBapeHHasl B XKeJlyaKe Iuia (XUMyc) najiee IonagaeT B IBSHaAIa-
TUIIEPCTHYIO KMIIKY. KMCIIBIiT XMMyC CTUMYIMPYET BhIAEICHUE KISTKAMU KUIIICUHU-
Ka B KPOBb TOPMOHOB CEKPETHMHA U XOJIEMCTOKMHMHA, KOTOPhIE, B CBOIO OYepEeb,
CTUMYJIUPYIOT ceKpeuunio naHkpeatudeckoro coka. Moust HCO;™, conmepxauuecs
B MTAHKPEaTUYECKOM COKe, HeUTpalM3yloT XuMyc, noBbiasg pH mo ~7, u co3gaior
OINTUMAJILHYIO Cpely IUISl IeMCTBUSI MaHKpeaTUUeCKUX (hepMEHTOB TPUIICMHA U XU-
MOTPUIICUHA.

AKTHUBaIMsA TPUNICHHOTEHA TTIPOUCXOAUT MO AeiicTBUEM (hepMEHTA IHTEPONEeNnTH -
Ja3bl, CHHTE3MPYEMOI1 KJIeTKAMM KUIIeYHUKA. DTOT (pepMeHT oTiieriseT N-KOHIe-
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BOI1 TeKcanenTu TPUIICMHOIEHa, YTO COMPOBOXKAACTCSI U3BMEHEHUEM KOHMopMaluuu
U1 00pa3oBaHUEM aKTUBHOIO (hepMeHTa. DHTEPOIeNTHaa3a KaTaaiu3upyeT oopa3opa-
HUE JIMIb HEOOJIBIIIOTro KoJIMYecTBa TpurncruHa. OCHOBHOE KOJIMYECTBO TPUIICHUHA 00-
pasyeTcsl U3 TPUIICMHOTeHA B Pe3yJibTaTe ayTOAKTUBALIUU.

Hpyrue npogepeMeHTbl MOIXKETYI0UHOUN XKeJie3bl: XMMOTPUIICUHOTEH, MPOKap-
OOKCHIENTHAA3a, IPO3JACTA3a, AKTUBUPYIOTCS TPUTICUHOM ITyTEM YaCTUYHOTO TTPO-
Teonusa (puc. 10.2).

ITpu naHKpeaTuTax U NaHKPEOHEKPO3aX BO3MOXKHO MPEBpaIlleHUE TPUTICUHOTEHA
B TPUIICUM B CaMOM MOKey10uHOH keje3e. OaQHOM U3 IPUIMH IIpeXIeBpeMeHHOM
aKTHBALIMSI TPUTICUHA MOXET ObITh BIOPOC M3 MOJOCTH IBEHAALUATUTIEPCTHON KUIII-
KU B TIOIKEJYAOUHYIO XKeJlie3y aHTeporienTuaasbl. JIjisi yMeHbllIeHUsI caMoTiepeBapy-
BaHMSI OCJIKOB MOJIKETYIOYHOM KeJie3bl UCTIONb3YIOT MperapaThl — KOHKYPEHTHbIE
WHTUOUTOPHI TPUIICUHA (TPacuIo), TOPIOKC).

Tpuncuuoren
e { DureponenTiaaa
\‘( IexcanenTii l
Tpuncun

A}'TOK&T{EHI'} T]'JII]'E(_‘}!IIOFCII

et =
> [excanentui
Y
Tpumenn
S
Pl
[1pokapbokennentiiaza T ITposnacrasa
.
O e = ! e e re— >
4 |
KapGokcnnenmniasa ! Dnactasa
|
v
XHMOTPHIICHI!OI'CH . XIIM{!TPIIHL‘IIII

Puc. 10.2. AKTBaLMA NaHKpeaTnyecKknx npoTeas
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HelicTBue aHAONENTUAA3 HA OEJIKU pa3inyaeTcs no cyocTpaTHoil cneuupuyHo-
cTU. OTU HepMEHTHI TUIPOTU3YIOT C HAMOOJIbILIEH CKOPOCTbIO IENTUIHBIE CBS3U, 00-
pa3oBaHHbIE OIpeaeJeHHBIMU aMUHOKKcaoTamMu (puc. 10.3).
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Puc. 10.3. CneyndpuyHOCTb AENCTBUA SK30- U SHAOMENTNAA3 B KULLIEYHVIKE

DK3onenTuaassl. KapookcunenTuaassl 1 aMAHONIENTHAA3BI THIPOIU3YIOT TICTI-
TUIBI, OTIIETUISISI aMWHOKHWCIOTHEI COOTBeTCTBeHHO OT C- m N-KOHIIA TIenTHia.
JIumenTuaasbl pacileruisiioT MenTUAHYI0 CBA3b B nunentuaax. Kapbokcunenrumasa
CUHTE3UPYETCsl B MOXKEIYI0UHOI XKejle3e B BUIe MPOKapOOKCUTIeNTUAA3hl U aKTHU-
BUPYETCSl B KMIIIEUHUKE TOJ ACHCTBUEM TPUIICMHA. AMUHO- U TUIENTUAA3bl CUHTE-
3UPYIOTCS B KJIETKaX TOHKOTO KMIIIEYHNKA. Bce KuieuHbie 9K30MenThaa3bl (yHKIIM-
OHUPYIOT B OCHOBHOM BHYTPUKJIETOYHO B IIETOYHON KaeMKe STUTENHS, XOTS MOTYT
B HEOOJBIIOM KOJIMYECTBE BBHINEIATHCA B IPOCBET KHUINEUHUKA. DHIOTCTITUAA3HI
M BK30TMENTUIa3bl B COBOKYMHOCTU 3aBepIIAIOT TUIPOJU3 OeJIKOB 00pa3oBaHHEM
amuHokucaor (puc. 10.3, 10.4).

ITumeBas HeHHOCTb 0€JIKa 3aBUCUT OT €ro aMMHOKHMCIOTHOIO COCTaBa U CIoco0-
HOCTHU ycBauBaTbhcsl opraHu3dMoM. B ta61. 10.2 ykazaHbl He3aMeHHMble AMUHOKHCJI0-
TBI, IPUCYTCTBME KOTOPBIX B O€TKaX MUIITN 00s13aTeIbHO, TaK KaK MX CUHTE3 B Opra-
HU3Me HEBO3MOXEH; YACTUYHO 3aMeHUMble AMUHOKHUCJIOTBI, KOTOPbIE B HEOOIbIINX
KOJIMYECTBAX CUHTE3UPYIOTCSI B OPraHM3Me; YCJAOBHO 3aMeHMMble AMHUHOKHMCJIOTHI,
JJ1s1 00pa3oBaHUsI KOTOPbIX HEOOXOAUMBI HE3aMEHUMbIE AMUHOKHUCIOTHI, U, HAKO-
Hell, 3aMeHHUMble AMUHOKHMCJIOTBI, TOTPEOHOCTh B KOTOPBIX MOXKET ObITh BOCITOTHE-
Ha CMHTE30M M3 IpYTrux BelecTB. [IpucyTcTBUE B OeaKax BceX He3aMEHMMBIX aMU-
HOKMCJIOT TOBOPUT O €T0 TOJHOIIEHHOCTH. YeM BbIIIe comepKaHNe He3aMEHUMBIX
AMHHOKUCJIOT, TeM OOJIbIlle TIUIIeBast ICHHOCTh Oenka. Hopma 0elKoB B MATaHUH
cocrasisieT mpumepHo 100 r/cyT.

HenocTtaTok B TeueHUE AJIUTEILHOTO BpeMEHHU MUIIEBBIX O€JKOB, OOTaThIX He3a-
MEHUMBbIMUA aMWHOKMCJIOTAMU, MIPUBOAUT K 3a00JieBaHUI0. YTOOBI BOCIIOJTHUTD He-
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Puc. 10.4. MNepeBapyiBaHue GEIKOB B XKeyA0UHO-KMLLEYHOM
TpakTe

JIOCTAlONIMe aMUHOKUCIOTHI, TKAHW HAYMHAIOT TWAPOJM30BaTh CBOM COOCTBEHHbIE
0eJIKM ¢ TIOMOIIIbIO TKaHEBBIX TTpOoTenHa3. bellkoBas HeTOCTaTOUHOCTD MPOSIBIISIETCS
y IeTeli HapyIIeHNeM pa3BUTHS U (PYHKIIMI OpraHu3Ma.

Tpancnopr aAaMHUHOKHMCJIOT M3 KUIIEYHHMKA B KPOBSHOE PYCJO OCYIIECTBISETCS
B ABa oTana. CHayaja aMUHOKMCJIOThI, 00pa30BaBILIMecs B pe3yJbTare TMapoJiu3a
0eIKOB, TTPOXOST Yepe3 MeMOpaHy IIETOUHON KaliMbl BHYTPb 3MUTEIUATIbHOMN KIIeT-
KM C [TOMOIIILIO IIEPEHOCYMKOB ITyTeM Na*-3aBUCMMOro CUMIIOPTA, TIOA0OHO MEPEHO-
Cy ITI0KO3bI (CM. pazaen 8). MimeeTcs HECKOJIbKO TPAaHCIIOPTHBIX CUCTEM JIJIsI pa3HbIX
aMMHOKUCIIOT. [anee cnenndudeckne TpaHCIOKa3bl 10 MEXaHM3My OOJIeTYeHHOM
IudhY3Un IEPEeHOCIT aMUHOKHUCIIOTHI B KPOBb.
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Tabauua 10.2

AMHHOKHMCJIOTBI

He3amenumbie  YciioBHO 3aMeHnMble  YacTHYHO 3aMeHMMble 3ameHuMbIe
Tpuntodan Tuposun Tuctuaun 0070007050
@cnumanannH  Lucrenn ApPruHuH AnaHuH
JIuzun CepuH
TpeoHun [tyramar
MeTtunoHuH [ryramun
JleimH Acmaprar
4 700 (517000405 AcnaparuH
Banun IIponun

Pacnap TkaHeBbIXx 6enKkoB

benku TkaHei TUAPOJN3YIOTCS U B HOPME B LIEJISIX MX OOHOBJIEHUSI, HO MPOLIECCHI
TMAPOJIM3a U CUHTe3a OEJIKOB TKaHel B 3TOM cilyyae ypaBHOBelleHbl. OCHOBHBIMU
MpUYMHAMU pacnana TKaHEeBbIX OEJIKOB SIBJSIOTCS:
e JieHaTypalus 0eJKOB, KOTOpasi MPOUCXOAUT B OPTaHU3Me HENPEPHIBHO;
e CTapeHHue KJIETOK MM UX MOBPEXICHWE BHEITHUMM (haKTOpaMu (M3TyIeHUs],
TOKCHUHEI);
® YACTUYHBIN MPOTEOJU3, COMPOBOXIAEMbIM OTIIEIJIEHHEM YacTU MEeNTUIHOMN
LIeTId, KOTOpasi TUAPOJINU3YEeTCs 10 aMUHOKMCIIOT;
® TUIPOJU3 OENKOB U (DEPMEHTOB, CONEPXKAIUMXCS B MUILEBAPUTEIbHBIX COKaX.
Bce atu 6e1ku (~ 100 r/cyT) TiepeBapuBarOTCs ¢ 00pa3oBaHeM aMUHOKUCIIOT;,
e paspylieHue 0e1KoB (rOpMOHOB, (P€PMEHTOB), YUYACTBYIOIIMX B PEryISILIAN —
WHAYKIMU U PETIPECCUM CUHTE3a OeIKOB.

10.2. BnoCcMHTE3 aMNHOKUNCNIOT

Pacrenust u MHOTHE BUIBI OaKTEpUil coaepKaT (hepMEHTHbBIE CUCTEMBI, HEOOXOI1 -
MbI€ JIJIsS1 CHHTe3a BCeX TPeOyeMbIX OL.-KETOKUCIOT. ZKMBOTHbBIE YTPATUJIU CITOCOOHOCTh
CUHTE3UPOBAaTh HEKOTOPBIE 0L-KETOKMUCIOTh. DTU KETOKUCIOTHI COOTBETCTBYIOT He-
3aMEHUMbIM aMUHOKHKCJIOTaM. HekoTopbie o-KeTOKMCIOThI (COOTBETCTBYIOLINE 3a-
MEHUMBbIM aMUHOKHUCIOTaM) MOTYT 00pa30BbIBAThCS B pe3yjbTaTe MeTaboau3ma Be-
ILIECTB IPYIMX KJIACCOB, B OCHOBHOM ITIOKO3bI (puc. 10.5).

3aKJII0YMTEbHOM peakiiieil B CMHTe3e aMMHOKUCIIOT U3 0.-KETOKUCIIOT SIBJISIETCS
peaknusi TPAHCAMMHUPOBAHHUS, B X0/ KOTOPO aMUHOIpyMIia MepeHOCUTCs OT J0-
HOPHOI aMUHOKHMCJIOTHI K aKLENTOPHOU a-KeToKuciaote. B pesynabraTe mojydaercst
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Puc. 10.5. CuHTE3 3aMEHUMbIX aMUHOKUCIIOT:
TA — TpaHCaMUHUPOBaHMe

0.-KEeTOKHCJIOTa U3 JOHOPHOM aMUHOKMCIOTHI M HOBasi aMUHOKMCJI0Ta. Peakiiuio ka-
TaTU3UPYIOT (hepMeHTH aMuHOTpaHchepasbl (TpaHCAMMHA3bl) ¢ yyacTheM Kodep-
MeHTa nupuaoKcaibdocdara (MpousBoJHOE BUTAMUHA By). DTa peakuus Jerko oo-
patuma. JI1o0ble aMUHOKUCIOTHI, KOTOPBIX B MHIIIE HEAOCTATOUHO, MOXKHO TTOJTYYUTh
32 CUET WMEIOIIMUXCSI B M30BITKE MPH HAJIMYMM COOTBETCTBYIOIINX KETOKUCIOT
(puc. 10.5, 10.6). MckimioueHNEM SIBIISIIOTCST TU3WH W TPEOHWH, KOTOPBIE HE YIaCTBYIOT
B peakiusIX TpaHCaMUHUPOBaHUs. TpaHCAMUHUPOBAHWE MPOUCXOIUT MPAKTUUYECKU
BO Bcex opraHax. [IpomexxyTouHble TPOAYKTH HEKOTOPBIX META0OIMUECKUX MyTelt sIB-
JISIFOTCSI KETOKMCJIOTaMU M MOTYT BKJIIOUAThCSI B TpaHCaMUHUpoBaHue (cM. puc. 10.5).
MHorue aMuHOTpaHchepasbl MPEAMOYTUTEIBHO UCTOIb3YIOT o-KeTOrayTapaTr Kak
akienTop amMmuHorpynisl. Ilpu 3TomM o0pasyercs rayramat. ITapa o-keroriayrapar
U TJayTaMaTr IIMPOKO y4yacTBYeT B METa0OJMYECKUX MpeBpalleHUsX aMUHOKMUCIIOT.
Hanpumep, ¢ momMolipio peakiinii TpaHCaMMHUPOBAHUS OCYILECTBISIETCS «Iepedpo-
CKa» aMUHHOTO a30Ta M3 MBI B TieYeHb. B paboTaroleil Mbllie MPOUCXOaUT 00-
pa3oBaHuE ajaHMHA U3 MUPOBUHOTIPATHON KHCIOTHI MyTeM TpaHCAMUHUPOBAHUS
C IIIyTaMaToM. AJTaHWH MOCTYITaeT B KPOBb U 3aTE€M IOTJIONIAETCS TIeYeHblo. B meueHun
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Puc. 10.6. TpaHCaMHNPOBaHMe aMUHOKNCIIOT:

A — obuwas peakuus; b — nupugokcanbpochat B akTMBHOM LieHTpe pepmeHTa; B — npumepbl
peakummn TpaHCaMUHUPOBaHNA

MPOMCXOAMT OOpaTHAs peakiiysi, B pe3yJibTaTe KOTOpOoit 00pasyeTcs MMpyBart, UCTIOJb-
3yeMblii B TJIIOKOHeoreHese. [ToKo3a MOXKET IMOCTynaThb B paOOTAIOIIyIO MBIIIIILY.
Co3smaercs TII0K030-aJJAHMHOBBIN IIUKJI, KOTOPBIN CITYKUT JUTS TIEPEHOCA M3 MBIIIIIT
B MeUeHb NMpyBaTa U aMUHHOTO a3oTa (puc. 10.7).

TpaHcaMMHUPOBaHUE MOXKET OBITh MCIOJb30BAHO KaK [JJIsI CUHTe3a aMUHOKHC-
JIOT (3aKJIIOUMTEbHAS peaKiius), Tak U I KaTaboau3mMa aMUHOKUCIIOT. 3aMellieHre
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Puc. 10.7. [NioKo30-anaHNHOBbIN LKII:
MK — nupyBaTtkap6okcunasa; AJIT — anaHMHaMnHoTpaHcdepasa

aMMHOTPYIIITHI B AMUHOKHUCIIOTE Ha KETOTPYIIIY SIBJISIETCS MEPBOi cTanreit B KaTabo-
JIN3Me HEKOTOPBIX AMIUHOKHCIIOT.

10.3. Katabonusm aMmmHoKucnoT

Karaboam3m aMMHOKUCIOT BKJIIOYAET JBa 3Tamna: 1) Ae3aMMHHPOBAHHE, 3aK/IIOya-
folieecs B OTIHICTICHNMM aMUHOTPYTITIBI ¢ 00pa30BaHWEM KETOKMCIIOTHI; 2) KaTa0oam3M
KETOKUCJIOT — 0€3a30TUCThIX OCTATKOB aMMHOKHUCIIOT. KaTtaboin3m aMUHOKUCIIOT B Op-
raHU3Me >KMBOTHBIX MIPOMCXOIUT B ABYX Pa3IMYHBIX CUTyalUsiX. B HOpMaJbHBIX ycJi0-
BHSIX, KOIJA B IM€Te TIPUCYTCTBYET M30BITOUHOE KOJMYECTBO OeIKa, U, CIeA0BaTe/IbHO,
ocJjie MepeBapuBaHMs U BCAChIBAHMSI U30OBITOUHbBIE aMUHOKHCIOTHI Je3aMUHUPYIOTCS,
VIJICPOIHBIN CKeTeT (KETOKMCIIOTA) TN UCTIONB3YEeTCS IS KOHBEPCUU B TIIMKOTEH 1 XKHP,
WY OKUCTISIETCS U181 TTosTydeHust sHepruu. [Ipu roaoaanum paspyiiarorcst 01K TKaHe,
U TIOJTyJatolmecs Mmocjie A1e3aMUHUPOBAHUST KETOKMCIOThI MOTYT CJTY>KUTb JUTS CUHTE3a
[JTIOKO3bI B ITPOLIECCE ITIOKOHEOTeHe3a WK JUTs1 OKUCCHUS Y U3BJICUCHUST SHEPTUU.

JlezaMuHHpOBaHMEe — 3TO MpeBpallleHUe aMWHOKHKCIOT B COOTBETCTBYIOLINE
O.-KETOKMCJIOThI B pe3yJibTaTe OTIIeIIEHUSI aMUHOTPYMIbl B Buae ammuaka. C Hau-
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OOJIbIIIENl CKOPOCTBIO J€3aMUHUPYETCST TIIyTAMUHOBasI KUcaoTa. Peakiyst conpoBo-
KIAETCSl OKUCIICHUEM, TTO3TOMY HA3bIBACTCSI OKHCJIUTEIbHBIM JA€3aMHUHUPOBAHHEM.
OKHUCIUTENbHOE Ie3aMUHUPOBAHUE TJIYTAMUHOBON KUCIOThI KataausupyeT NAD-
3aBucuMast geruaporeHasa (puc. 10.8).

Dra peakins oopaTMa, HO €€ OCHOBHAs POJIb 3aKJTI0YASTCS B Ie3aMUHUPOBAHUH,
XOTSI B HEKOTOPBIX OpraHax OHa MOXET MPOTeKaTh B CTOPOHY CUHTE3a IIyTAMUHOBOM
KUCJIOTHL. B xome ne3aMrMHMpOBaHus TiyTaMaTa aMMHOTPYIIA cpasy IpeBpalaeTcs
B MOH aMMOHMSI, TTOSTOMY 3Ta PeaKlKs Ha3bIBACTCS MPSAMBIM OKHCJIHTEIbHBIM J1€3a-
MHHHPOBaHHEM. BOJLITMHCTBO aMUHOKHUCIIOT N€3aMUHUPYIOTCS HEMPSIMBIM ITyTEM,
BKJTIOYAIOIIVM JIBA 3Tana: 1) TpaHCAMHHUPOBAHKE C O.-KETOIIYTApAaTOM C 00pa3oBa-
HUEM IIyTamMaTa; 2) OKHCJIUTENbHOE Je3aMUHUPOBaHue rmyramara (puc. 10.9).

C|OOH COOH (|IOOH

+ + |
CH, NAD™ NADH+H CH, H,0 CH,

| / | |
Cle \ - Cle N . Cle + INH 3
CH-NH InyTamatperngporeHasa C=NH c=0

FHNH yTamataernap | H;O |

COOH COOH 2 COOH
Fnytamat o~ mnHornytapat o-Ketornytapat

-~ an o~

Puc. 10.8. OkncnutenbHoe A€3aMUHMPOBaHKeE ryTamMaTa

R—(}:H—COOH o-Ketorayrapar NADH + H' J&}:{,‘E
| NH,!
R—C—COOH AN ruyramer A\ NAD*+ H,0
0 | |
Tpancamuuaza, ["nyramaraeruaporenasa,
(ochonupmiokcas NAD*
Puc. 10.9. Henpamoe ge3amnHmpoBaHne aMMHOKUCIOT
InyramataeruaporeHaza — KJII0YeBOUMl (hepMEHT KaTaboaM3Ma aMUHOKHUCIIOT.

Omna ayutoctepuuecky nHruoupyercst AT®, 'TO NADH — noka3sartejisiMu BEICOKOTO
BHEPreTUYECKOro craryca KjieTku. Beicokue koHueHTpauuu AJI® akTUBUPYIOT TJIy-
TaMaTAEruapOreHasy, py1 y4acTu KOTOPOM aMMHOKUCIIOTHI IPEeBPallialoTCs B KETO-
KHCJIOTHI, Tajiee MOCTYHaoIINe B IIUTPATHBIN LMK KaK S9HepreTUIYeCcKre CyoCTpaThl.
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ne3aMI/IHI/IPOBaHI/Ie rTMCcTNaviHa, CceépuHa U TPeoOHMHa

[McTUIMH 1 ceprH MOTYT Je3aMUHUPOBATHCS HETIPSMBIM ITyTEM, HO JIJIST HUX CY-
IIECTBYET TAKXKE IPYTOI MyTh, Ha3bIBAEMbIIl HEOKUCITUTEIbHBIM JIe3aMUHUPOBAaHUEM
(puc. 10.10). ITockoabKY TPEOHUH HE YYaCTBYET B peaKIMsIX TPAaHCAMUHUPOBAHMSI, TO
JIJISI HETO BO3MOXKEH TOJIbKO MYTh HEOKUCIUTEIHHOIO Ie3aMUHUPOBAHUSI.

T'uctunaza
CH-CH—COOH | CH=CH—COOH
N g : N
[y g
) )
A N
N
CH,—OH HHD) CH, oH, HO - ch,
‘CH(N’I’{;‘: C—NH, —> C=NH =0 +/NH,
COOH ‘ COOH COOH COOH
b
_ CepuHTpPEOHUHAETUIpaTa3a
: CH CH CH
‘CHB ; Ho CH, M Ho oH,
C‘JHOH g EH ‘CHZ ‘CHZ iiiiii
C‘H(NH] ‘C—NHZ : ‘c: NH ‘c o TINHj
8 COOH COOH COOH COOH

Puc. 10.10. [lesamuHupoBaHue ructugnHa (A), cepuna (b), TpeoHuHa (B)

HeokucnautenbHoe 1e3aMUHUPOBAHUE TUCTUIMHA KATAIU3UPYET TUCTUAA3a, OHO
Ha3bIBAETCSl BHYTPUMOJEKYISIPHBIM, TaK KakK MOJIEKyJa aMMHaKa 00pa3yercsl TOJb-
KO U3 aTOMOB CaMOil aMUHOKMCJIOTBI. DTa peaKilus XapakTepHa s KJIETOK MeueHu
u Koxu. OnpeneneHne akTUBHOCTH TUCTUIA3bI UCTTOIB3YEeTCS TSl TMAarHOCTUKM 3a-
OoJieBaHMI TICYCHU.

Kara6oau3m 6€3a30THCTBIX OCTATKOB, ITOJTYUYEHHBIX B Pe3yJibTaTe Ie3aMUHUPO-
BaHUSI aMUHOKHUCJIOT, TPUBOIUT K oOpa3zoBaHUIo b0 anetui- KoA unm Kk odbpazo-
BaHUIO METa0OJUTOB, CIIOCOOHBIX BKJIIOUAThCS B TTIOKOHeoreHe3. Kpome toro, Bce
KETOKHUCJIOTBI CIIOCOOHBI OKUCIATBCA B LuTpaTHOM 1Hukie 1o CO, n H,O ¢ Belge-
nenuem sHeprun (puc. 10.11). be3zazoructbie ocTaTKM OOJBIIMHCTBA AMUHOKHUCIOT
IIpH KaTaboJIM3Me TTPOXOAAT CTaanuio 00pa30oBaHMs OKcajloalleTaTa WIM ITMPOBUHO-
IPagHO KUCJIOTHI, IPeBpallasich B HUX HEMOCPEACTBEHHO JIMOO OMOCPEIOBAHHO Ye-
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BEJTKA

i

AMWHO -
KNCOTbI

o-KETO -
[TIYTAPAT \
NYTAMAT - AMMHO -
AMMUMaK JETVIPOTEHASA TPAHCOEPA3A
/ FNYTAMAT 4/

LMK
MOYEBVIHbI
a-KETO -

KMNCNOTbI

MoueBuHa AMMOHUIIHbIE f\-/ l \\_’_w
conn
\ / KVPbI U1
KETOHOBbIE -~ [TIOKO3A —>| OKWUCJIEHVE
IKCKpeuma TENA

Puc. 10.11. Cyap6a npofyKToB A€3aMUHMPOBAHNA aMUHOKUCIIOT

pe3 MPOMEXYTOUHbIE MPOAYKTHI LIMTPATHOTO LMKJIA. Takue aMUHOKHUCIOTHI Ha3bl-
BalOTCST IIMKOT€HHBIMH, TaK KaK MHUPYBaT M OKcayloalleTaT SBIISIOTCS CyOCTpaTaMu
[JIIOKOHEeOoreHe3a. AMUHOKHCIIOTHI JIEWITMH W JIM3WH B X0I¢ KaTaboam3Ma IIpeBpa-
1IAIOTCS HE B MUPYBAT, a B aleTui- KoA 1 Ha3bIBalOTCSl KETOT€HHBIMH, XOTSI B HOpMe
anetui-KoA, o0pa3oBaHHBIN U3 aMUHOKUCIIOT [IJISI CUHTE3a KETOHOBBIX T, HE UC-
noJibdyercs (cM. pasznen 9).

TuposuH, deHwIaTaHUH, U30JACUIIMH M TPUIITO(hAaH SBISIOTCSI OAHOBPEMEHHO
1 KETOTeHHBIMHU U TIMKOTEHHBIMM, TaK KaK YacTh YIJIEPOTHOTO CKeJleTa 3TUX aMUHO-
KUCJIOT 00pa3yeT NIMKOTeHHBIN ITPOAYKT (OITOCPETOBAHHO METaOOIUTAMU IIUTPATHO-
ro UKJIa), a Apyras 9acTb oopasyet aneTii- KoA (puc. 10.12).

10.4. O6MeH amMmMnaKa

B pesynbrate nezaMMHUPOBaHUSI aMUHOKHUCIIOT B pa3IMUHbIX OpraHaX 0CBOOOX1a-
eTcs 0OJIBIIIOE KOJIMYECTBO aMMHaKa. AMMMAaK TakKe 00pa3yeTcsl pu Je3aMUHUPO-
BaHUM OMOTEHHBIX AMUHOB U HYKJIEOTUAO0B. KOHIIEHTpalMsl aMMHUaKa B XKUIKOCTSIX
U TKaHSIX OpraHu3Ma 4yejoBeKa Hu3Kasi (B KpoBu 25—40 mxmounb/n). [1pu 6ojee Bbl-
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I'moko3za

!
|

AnanuH <—— Tpunrodan
DochoeHo-
—> [lupyBar «<— Llucrenn
UpyBaT
Cepun
—CO, | +CO,
Jleiiuun
Auerni-KoA TpunrodaH (MHIOIbHAS YACTh)
WN3oneiunx
Acriaparus TuposuH <—— @OeHuIanIaHUH
l Jusun
Acmaprar —> Okcaoanerar k LuTtpar
e W3zouurpar
I'myramun
ApruHUH
Tuposun ®ymapar o-Kerormyrapar <«—— ['myramar Tuctuanu
TIponux
Banun
Ddennnananux CyKuuHar Cykuuuaui-KoA U3zoneitia
MeTtuoHuH

Puc. 10.12. BkntoyeHne aMyHOKIMCIIOT B 00U My Tb KaTaboM3Ma U rIlKOHeoreHes

COKHMX KOHLHCHTpAaLUAX aMMHNaK TOKCUYCH. Huszkas KOHICHTpalAa aMMuaKa obecrie-
YMUBaACTCA p€aKIIMAMUM €TI0 CBA3bIBAHUA C O6pa3OBaHI/IeM HETOKCUYHBIX COCIUHEHU.

O6e3BpexunBaHue (CBA3bIBaHME) amMMMaKa

AMMUaK MOXeET 00e3BpeKBaThCS HECKOJIBKMMU CITOCO0aMU.

1. BoccTanoBuTe/ibHOE AMUHUPOBAHUE O.-KETOLIyTapaTa ¢ 00pa3oBaHUEM IJIyTa-
Mara MpU ydyacTUU TJayTaMaTaeruaporenasnl (oOpaTHasi peakiivsi OKMCAEHUS TTyTa-
Mara):

a-Kerornyrapar + NH; + NADH + H* <> Iliyramar + NAD™.
DTa peakius TIPOTEKaeT B MaJloM 00beMe M He MMeEET OOJIbIIIOro 3HAYCHUS IS

00e3BpeXXMBAHUS aMMHUaKa, XOTs WCITOJIb3YyeTCsT UIST 00pa3oBaHUS TITyTaMUHOBOM

KHCJIOTHL.
2. O0pa3oBanre aMUIa DIYTAMHHOBOM KHCJIOTBI — IIYTAMHHA TIPY YIaCTHH LIy~
TAMMHCHUHTETA3bI:

[myramar + NH; + AT® < [hyramun +AAD + H,PO,.

Ota peakuudg IMpOTEKaeT BO MHOI'MX TKaHAX, HO HanOoJiee BaKHA JJTA HCpBHOﬁ
TKaHMH, 0COOEHHO IﬂI}’BCTBI/ITeJ'H:HOI‘/JI K TOKCMYE€CKOMY JIEVUCTBUIO aMMMaKa. D'IYTaMI/IH—
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cHHTeTa3a 00JIaJaeT BLICOKMM CPOJICTBOM K amMMMaky. biaromapst aToMmy CBOICTBY
(epMeHT obecrieurBaeT MOAAEpKaHUE KOHILEHTPAUM aMMUaKa Ha HU3KOM YPOB-
He — 25—40 mkonb/a (0,4—0,7 Mr/ma). DTOT ypoBeHb colepKaHus aMMuUaka Jisl op-
raHu3Ma HETOKCUYEH.

Peakuust o0pa3oBaHusI IIyTaMUHA TTPOUMCXOAUT B MUTOXOHIPUSIX KJIETOK. B peak-
LMY y4acTBYIOT KoakTop-noHsl Mg?". [llyraMMHCHHTETa3a — PEryJIaTOPHBIA (dep-
MeHT. Ero amnocrepuueckum mHruobutopoMm sisisiercss AM®. [yramMuH y4yacTByeT
B aHA0OJIMYECKUX TIpolieccax, SIBISSICh JOHOPOM a30Ta B CUHTE3€ ITyPUHOBBIX U MU~
PUMUIMHOBBIX HYKJIEOTUIOB, acriaparnHa, aMMHOCaxapos.

3. Oopa3oBanue Kapbdamomidocdara nyrem KonneHcauuu NH;, CO, u ATO,
KaTajausupyeMoe Kapoomouidocharcunrerasoii I (bepMeHT aelicTByeT B MUTOXOH -
JIpUsiX). DTa peakius MPOUCXOIUT B TIEUEHU U SIBJISIETCS HAauyaJlbHOM cTaaueil OpHU-
TUHOBOTO LIMKJIAa, B KOTOPOM CUHTE3UPYETCSI MOUEBUHA — KOHEUHBII TTPOAYKT MeTa-
Oonm3Ma a3ora:

NH,+ CO, + 2AT® + H,0 — H,N — CO — PO,H, + 2A1® + H,PO,.

BrnocnHTes MoyeBMHbI (OPHUTUHOBDbIN LK)

KonunuecTBo cMHTE3MpyeMOoii MOUeBMHBI 3aBUCUT OT KOJIMYECTBA OEJKOB B IHIIIE-
BoM panuone. Eciau yenoBek morpediisier ~100 r 0eJIKOB, TO B CYyTKM CMHTE3UPYETCS
nmpuMepHO 25—30 T MOYeBUHBI. B 3TOM KomuecTBe MOYEBUHEI comepxutcs 90% Bee-
r'O BBIBOJMMOTO U3 OpraHu3Ma a3oTa.

CuHTe3 MOUEBUHBI — HUKIMYecKuit mpoiecc (puc. 10.13), cocTout u3 matu pe-
Ak, KaTaTU3UPYeMbIX MAThIO OTACIbHBIMU hepMeHTaMu. CyMMapHOe ypaBHEHUeE:

CO,+ NH; + 2H,0 + Acnapar + 3AT® — MouesuHa + ®dymapar +
+2(A0® + H,PO,) + AM® + H,P,0,.

W3 aHanm3a npoiiecca CMHTe3a MoueBUHEI (cM. puc. 10.13) cienyert:

e BKJIIOYEHHE a30Ta MPOMCXOAMT B ABYX peakuusx. OIMH U3 aTOMOB a30Ta I10-
crynaet B popme NH; B peakunu 1 1 ABIs€TCA NPOLYKTOM 1€3aMUHUPOBAHUS
aMUHOKMCJIOT, a IPYyroi BKJIIOYAETCSl B COCTaBe acmaprara (peakuus 3). DToT
BTOPOIi a30T MOXKET IMOCTYNaTh B aclapTar U3 JII000M aMUHOKHUCIIOTHI ITyTeM
TpaHCAMMHUPOBaHMS C oKcanoaleTaToM (peakuus 7). CinemnoBaTeIbHO, aTOMBI
a30Ta B MOYEBMHE UMEIOT Pa3HOE MPOUCXOXKICHHE;

® OPHHUTHHOBBIi IUKJ CBSI3aH C UTPATHBIM HUKJIOM, TaK KaK OKcajloalleTar, He-
00XOIUMBIIA JIJII TpaHCAMUMHUPOBaHUs, o0pa3yeTcs U3 (pymapara B peakiusix
LIMTPATHOTO LMKJIA, IPOTEKAIOIIETO B MUTOXOHIPUSIX KJIETKH (peakuus 6);

e TMpOIECC 3HAEProHnYecKuii, Tpedytommii 3 Mot AT® nis cuHTe3a OTHOI MO-
JIeKyJIbl MOUEBUHBI (peakiuu 1, 3). 3aTpaTbl 9HEPrUU B 3TOM MTPOLIECCE MOTYT
OBITb KOMIICHCUPOBAHBI peaklneil OKMCIUTEILHOTO e3aMUHUPOBAHUS TIIy-
TamaTa, IPOTeKaHNe KOTOPOI COMPSIKEHO C IbIXaTeJbHOM 1IeTbl0 1 CUHTE30M
AT®. CuHTEe3 MOYEBUHBI TPOMCXOAUT B meyeHu. [Ipryem cuHTE3 KapOamMoui-
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MmyTRMaTASOApOfEHAA
FnyramEs b = t-HETOrnyTaEpar
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Puc. 10.13. OpHUTUHOBBIN LMK,

OkuncnuTenbHoe A€3aMNHNPOBaHME rJlyTaMaTta, CUHTE3 Kap6aMOI/IJ'I¢OC¢aTa n UnTpynnnmHa

(peaKLlVIﬂ 1,2) NPONCXOO4AT B MUTOXOHAPWAX, a BCE OCTaJibHble peakuunn UnKna — B LNTO30J1€e.

I'IepeHoc UNTPpYyinHa 13 MVITOXOH,D,pI/IVI B LUNTO30J1b, @ OPHUTUHA, 06pa3OBaHHOI'O N3 aprmHrHa
B peakuuu 5, B MUTOXoHApUM ocyLecTBnAeTcA C NOMOLLbIO CI'IeLWId)I/I‘-IECKOVI TPaHCI0OKa3bl.

*— NPONCXOXKAEHE aTOMOB a30Ta B MOJIEKYJ1€ MOYEBUHDI; uM¢paMM 1-7 0603HayeHbl peakuymnn
OPHUTNHOBOTO UMKna
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docdaTa u LUTPYJUIMHA TPOTEKAET B MUTOXOHAPHUSIX TaK XKe, KaK 00pa3oBaHue
okcajoanerara u3 dpymaparta. OctajibHble peaklMu MPOUCXOJSAT B LIMTO30J€
KJIETKU.
B HOpMe OpHUTHHOBBIN LUK UMEET 3arac MOIIHOCTH, TaK KaK OH (DyHKIIMOHU-
pyet Ha 60%. [1oaToMy TIIpU KOJIeOAHUSIX KOJIMUYECTBA OEJIKOB B AMETE IPOLECC BbI-
BeJCHUS aMMUaKa B BUIe MOUEBUHBI HE HapyIlIaeTcs.

TpaHcnopT a3oTa aMMHOKMUCIIOT U3 TKaHel B NeYeHb

Tak KaK CMHTe3 MOYEBHHBI TIPOVCXOIUT TOJIBKO B TIEYEHM, TPAHCIIOPT aMUHHOTO
a3oTa — MPOJAYKTa KaTaboJnu3Ma aMUHOKMCIIOT U3 Pa3HbIX TKaHEel B MeYyeHb — OCy-
LLIECTBJISIETCS B COCTABe IIyTAMUHA, ATJaHHHA U aMMHAKa.

AnanuH 06pasyeTcs py TpaHCAMUHUPOBAHUY MUPYBATa C pa3HbIMU AMUHOKUCJIO-
TaMU (MCTOUHUKOM MUPYBATa SBJISIETCS TII0KO3a WM 0€3a30THCThIe OCTATKA aMUHO-
Kucior). B ¢opMe alaHnHa B ieYeHb TPAHCIIOPTUPYETCSI aMUHHBIN a30T UISI CUHTE3a
MOYEBHUHEI M YIJIEPOIHBIN CKEJIET IJIsT CHHTEe3a TIIIOKO3BI, T.€. OCYIIECTBIIACTCS TITIO-
KO-aJJaHMHOBbBIN 1MKJ (cM. puc. 10.7). Poab anaHuHa npeactasieHa Ha puc. 10.14.
[TepBoHaYabHBIM UCTOUHUKOM a30Ta MOXET OBbITh JI00ast aMMHOKUCJIOTA.

I[myramMuH He TOJIBKO CBSI3bIBAET U 00E3BpPEKMBACT aMMMAK, HO TakKXKe CIYKUT
€ro TPaHCMOPTHOH (hOPMOI, TaK KaK JIETKO IMPOXOAUT Yepe3 MeMOpaHbI U IMOCTyTa-
€T 13 KJIETOK B KPOBb, 3aT€M B OCHOBHOM B KuilleyHUK (puc. 10.15). B sHTepouurax
OTHICTIISIETCS aMUIHAS TPYIIIa TTyTaMiHAa B BUIE aMMUaKa, KOTOPBIN C KPOBBIO BO-
POTHOI BEHbI, OTTEKAIOIIel OT KMIIeYHUKA, MOCTYNaeT B MeYeHb U TaM y4yacTBYeT
B cuHTe3e KapOoamoumidocdara. AMUHHAsS TpyIa IjyraMaTa — IPOAyKTa TUIpPO-

Pasnbie TKaHH Tleuenn
['moko3a <— I'nroko3a
A
H
= 3
° 7 ° o ” °
HUTHHOBBIH
AMUHOKHCIIOTBI [Mupysar IIupysar Acnapratr —> P . —> MoueBuHa
pa3Hble =
1 4 l 5
KeTokucnorst o ®
A3HLIC Ananun L — > A JTaHUH Oxkcailo-
p amerar € Manar <— dymapar

Puc. 10.14. YuyacTne anaHuHa B TPaHCNOPTE a30Ta aMUHOKMNCIIOT ANA CUHTE3a MOYeBU-
Hbl 1 6€3a30TUCTOro OcTaTKa AnA CUHTE3a MNHKO3bl:

® — VICTOYHUKN 1 MEePEHOCUMKN a30Ta aMUHOKUCIIOT; 1T — TpaHCaMWHUPOBaHWe, MepeHoC amu-

HOrpynmnbl Ha NMPYBaT; 2 — MUKONN3, 06pa3oBaHKe NUPyBaTa; 3 — FNIOKOHeOoreHe3 13 NMpyBaTa;

4 — TpaHCaMUHMPOBaHWe, obpa3oBaHMe acnapTata — AOHOPA a30Ta A1 CMHTE3A MOYEBVIHDI;
5 — pereHepauua okcanoaleTtaTa B UMTPaTHOM Lnkne; 1, 2, 3, 4 — rnoKo30anaHUHOBbIV LK
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Puc. 10.15. TpaHCMOPT a30Ta aMVHOKMCIOTHI B BUAE MyTaMiHa U aMMUaKa B MeYeHb:
1 — cBA3bIBaHME aMMMaKa — npoAyKTa Ae3aMUHNPOBAHNA aMUHOKUCIOT B Pa3sHbIX TKaHAX;

2 — TPaHCMOPT FIyTaMUHA B KIETKM KMLIEYHVKa; 3 — OTLYenIeHMe aMMHHOTO a3oTa M TpaHC-

MOpT ero B BMAE aMMMaKa B NeyeHb; 4 — MepeHOC aMMHHOIO a30Ta B COCTaB anaHuHa; * — mnyTb

asota B coctaBe NH; — npopayKTa fe3amMHMpPOBaHMA aMUHOKICIOT; ¢ — MyTb a30Ta B COCTaBe
anaHuHa — NpofyKTa TPaHCaMVHUPOBAHKA aMUHOKMUCIIOT

JIM3a TJIaTaMWHA, TIEPEHOCHUTCS Ha THMPYBaT, 3aTeM B COCTaBe ajJJaHMHA TOCTYITaeT
B IeYeHb U, KaK MOKa3aHo BHIIIIE, yYacTBYET B CUHTE3¢e acrapTraTa. o.- Ketornyrapar,
o0pa3oBaBILIMICS U3 TJyTamaTa, OKMCJISETCS U CIYXXUT UCTOUHUKOM SHEPTUU IS
SHTEPOIIMTOB.

Ammuak. YacTb aMMuaKa il CHHTE3a MOYEBUHBI TTOCTYIIAET B TIEUEHb IO BOPOT-
HOIf BeHe 13 KuIlleyHnKa. Kpome Toro, HeKOTopoe KOJIMJIecTBO aMMiaKa oopa3yeT-
csI B TEMATOLIMTAX B pe3ysbTaTe Ae3aMUHUPOBAHUSI aMUHOKUCIOT VTN OTHICTIICHUS
aMUIHOM I'pYMIIbl IJIyTaMUHA MPU yYaCTUY TIyTAMHUHA3BI:

Iryramun + H,O — NH; + Ityramart.

Ponb ammmaka B noukax

B moukax amMmmaxk oOpa3syeTcs B pe3yibraTe TUAPOJIM3a TIyTaMuHa (peakinio Ka-
TaJIM3UPYeT TJIyTaMUHA3a) U Ae3aMUHUPOBAHMS TIyTaMaTa IIpY y4acTUM TIyTaMaTie-
rugporeHasbl. BRIBOIMTCS aMMKaK B BUIe MIOHOB aMMOHMS B COCTaBE aMMOHMIHBIX
coJjieii. MoHbl aMMOHMS 00pa3yloTcsl B pe3yabraTe B3aMMOIEHCTBUS C ITPOTOHAMMU:
NH,; + H" <> NH,* u nanee BbIBOISITCSI U3 OpraHM3Ma B BH/I€ AaMMOHUITHBIX COJICH.

OOpa3zoBaHue 1 3KCKpeUMsT MIOHOB aMMOHMUS ITIOYKAMU OOECIICYMBAIOT BbIBEIE-
HUe MpPOTOHOB. Ilpm ammmose yBenmuuBaeTcs IOTpeOJieHME INIyTaMMHa ITOYKaMU
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1 TIPOMCXOIUT YCKOPEHME TIyTaMUHA3HOM peakini, Mo-BUIMMOMY, 32 CUET WHIYK-
1M CUHTE3a IIyTaMMHA3bl. YCKopeHue obpazoBaHust NH,™ ciyxut st BbiBeneHUsI
KMCJIOT TpH aimao3e. biaromgapst stomy coeperatorcst HoHbI Na™, KOTOpbIie MOTJIH Obl
BBIBOAUTHCSI C aHMOHAMU TIPU U30BITKE KUCIOT (CaxapHbIi 1uadeT, AIUTeIbHOE To-
JIOJAHUE).

rVInepaMMOHIIIEMI/IIII

DTO COCTOSIHUSI, BO3HMKAIOIIME BCIEACTBUE HAPYIICHUH (PYHKIIMOHUPOBAHUS
OPHUTHMHOBOTO ITMKJIa — TJIABHOTO TYTH yOaJeHUs a30Ta M3 OpraHu3Ma 4JejoBeKa.
[MpwanHO# TMIIEpaMMOHUEMIH MOTYT OBITh KaK TeHeTUIeCKHe Te(heKThl (DepMEHTOB
OPHUTUHOBOTO 1IMKJa, TAK U BTOPUUYHBIE TTOpaxkeHUs1 QyHKIMi neyeHu. CiaeacTBreM
nedexra hepMeHTa SIBISIETCS HAKOTUIEHME cyOcTpaTa JTaHHOTO (hepMeHTa U ero mpe/-
1IeCTBeHHUKOB. HarnpuMmep, HegocTaTouHOCTh KapoamowidocdarcuHTeTassl 1 Beaer
K HaKOTUICHUIO aMMMaKa, a 1eeKT apriHa3bl TPOBOIIMPYET MOBBIIIICHUE B TICUCHU 1
B KPOBU apruHuMHa U aMmMMaka. [ToBblllIeHUEe KOHLIEHTPAUM aMMUaKa MOXKET BbI3bI-
BaTh MPUIAJKHU C TOTEPEN CO3ZHAHUS, CYIOPOTU, BO3OYKIEHUE, HEYKPOTUMYIO PBOTY.
HacnenctBeHHast ruriepaMMOHMEMUS COMTPOBOXIACTCS HapyIIeHUEM YMCTBEHHOTO
pa3BUTHS.

[IprurHa TOKCMYHOCTU aMMMaKa MpU MOBBILLIEHUU er0 KOHLEHTPAIlUU, BO3MOX-
HO, CBSI3aHa CO CJIEAYIOIIUMU OOCTOSITETLCTBAMU:

e BHEPBHOI TKAHU CTUMYJIMPYETCS CHHTE3 INIyTaMMHa M3 TiTyTaMarta. HakoruieHue
[JIyTaMIHA MOXKET TIPUBECTHU K TIOBBIIIIEHNIO OCMOTHYECKOTO TABJICHUS 1 OTEKY
Mo3sra. PesynbsraToM CHUXKEeHUSI KOHLUEHTpAllMM [JyTaMaTa MOXeT ObITbh Hapy-
IIeHUe CUHTe3a y-aMuHoMacsiHO# kuciaoTsl (TAMK) — TopMo3Horo mMeaua-
TOpa, BCJICACTBUE YETO MOTYT BO3HUKATD CYIOPOTH;

® YCKOpsIeTCs peaKIIMsl BOCCTAHOBUTEILHOTO aMUHUPOBAHMS O.-KETOTJIyTapaTa,
U Kak CJIEICTBUE YMEHbIIAETCS KOHIIEHTpALUsl o.-KeToryTapara, YTo MpUBO-
IUT: 1) K THITIOPHEPTeTUYECKOMY COCTOSIHUIO, TaK KaK CHUXKAETCs CKOPOCTh 111 -
TPaTHOIO LIMKJIa, METa0OJIMTOM KOTOPOTO C.-KETOIIyTapar SIBJISIeTCs; 2) K yTHe-
TEHUIO peakuii TpaHCAMUHUPOBAHMS 1, CJIEIOBATEIbHO, CUHTE3Y HEKOTOPBIX
MeINaTOPOB;

e pH KpoBu cnBUTaeTcs B LIEJIOUYHYIO CTOPOHY, UTO MPUBOIUT K ajkaiosy. B mie-
JIOYHOM cpelie yBeIMIMBAETCSI CPOACTBO TeMOTIO0MHA K Kuciaopoy. ClieacTBueM
3TOTO SIBJIIETCS TUTIOKCHS, KOTOPast B CBOIO OYepeb IIPUBOIUT K TUTTOKCUN TKa-
Heli, HapyIlIeHUIO SHEPreThYeckoro ooMeHa, HakoruieHno CO,;

e YBEJIMYMBACTCS KOHLEHTpAlLXs B KPOBU MOHOB aMMOHMSI, KOTOPbIE MTPAKTH-
YeCKM He TIPOXOMIT Yepe3 MeMOpaHbl KiIeToK. MoHbIl aMMOHMST KOHKYPUPYIOT
¢ Na* u K" 3a moHHBIe KaHAJIBI, YTO BIMSIET Ha TpaHCMEMOPAHHBIN IIEPEHOC
Na* u K™ 11 mpoBeneH1e HEPBHBIX UMITYJIHCOB.

151 AMAarHOCTHKHU TUIIEPAMMOHUEMUIT UCTIOb3YeTCs ONpeeeHue KOHIEHTPALIMU

aMMMaka B KPOBM; METaOOJIMTOB OPHUTMHOBOTO 1IMKJIa B KPOBU U B MOYE, a TAKXKE aK-
TUBHOCTU (DEPMEHTOB 3TOTO LIMKJIA B OUONTATAX TIEYEHHU.
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JIist mpoUIAKTHKE U JieYeHHsI TUIIepaMMOHMEMU Ha3HA4YalOT MaJIoOEIKOBYIO
IMeTy W TpernapaThl, CBA3bIBAIOIINE aMMUAK WIM CTUMYJIMPYIOLINE OPHUTUHOBBIN
k. Hekotopslie mpuMepsl mpenapaToB, Ha3HAYaeMbIX TTPU TUIIEPaAMMOHUEMMUSIX:

e KETOKHUCJOTbI, KOTOPbIE CBSI3bIBAIOT aMMMaK 1 MpPeBpallaloTcsl B COOTBETCTBY-

IOIIe UM aMUKHCIIOTHI;

e MeTabOIUThl OPHUTUHOBOTO LIMKJIA — 3TH MperapaTbl CTUMYJIMPYIOT CKOPOCTh
OPHUTHUHOBOTO LIUKJIA;

e [IpernapaThl, yCKOPSIOIIKME BbIBEACHUE aMMUaKa, CTUMYJIMPYS €T0 UCITOJIb30Ba-
HUE B Ipyrux peakiusx. Tak, OeH30aT pearupyeT ¢ NIMIMHOM, 00Opasysl IMIl-
MTypOBYIO KMCJIOTY, KOTOpasi BHIBOAUTCS C MOYOi, a HEOOXOIMMOE KOJTUIECTBO
MJIMLIMHA BOCCTAHABJIMBAETCS B PEAKIINU:

NH,; + CO, + 5,10-metunen-H,-ponar + NADH + H" —
— mmuuH + H,-dbonar + NAD™.

ITpenapar heHualeTaT CBsI3bIBaET IJIyTaMUH, MIpeBpallasich B (DeHUIALeTUITTY-
TaMWH, yOAIsIeMBIil N3 opraHr3Ma ¢ Mo4yoit. Heobxommmoe 11t MeTaboan3mMa KOJH-
YeCTBO TJIyTaMMHA 00pa3yeTcsl B peakllMi aMUHUPOBAaHUS TyTamaTa, YTO yBEeJIUUN-
BaeT pacxoj aMMUaKa.

10.5. TpaHCMeTUNMpPOBaHNE N MeTabonnusm
oAHoyrnepoaHbIX pparmeHTOB

B kseTkax ocyliecTBISIIOTCS MpeBpallieHusl, BKIIOUaroI1e MepeHoc OIHOYTIepOoi-
HbIX rpyn, Takux Kak —CH;, —CHOH, —CHO, —CH, u T.1n. Peakuus, B KOTOpoOii ne-
peHocutcst MeTribHas rpynna (-CH;), HasbiBaeTcs peakuyeil METUJIMPOBAHUSI, U OHa
MpoTeKaeT ¢ ydaCTUEM METHOHMHA. METHOHUH — 3TO He3aMeHUMasi aMMHOKUCJIOTa.

JIOHOPOM METWJILHOM IPYTIIbI CAYXKUT S-aaeH03uIMeTHOHUH (SAM).

DTO coeMHEHUE SABISIETCS aKTUBHOM (hOPMOII METMOHUHA B peaKLUsIX METUIIU-
poBanus (puc. 10.16).

Peakiimu MeTUIMPOBAHUS KATAIM3UPYIOT MeTUITpaHc(epasdbl. OHU UCTIONb3YIOT-
csl IS

e CHHTe3a psiga BellecTB (aApeHallHa, alleTUIXOJIWHA, KApHUTUHA, KpeaThHa,

dochaTuanuaxoaHa u T.1.);
e MHAKTHUBALIMM METAa0OJUTOB (TOPMOHOB, OMOT€HHBIX aMUHOB), KCEHOOUOTH-
KOB, B TOM YMCJIE JIEKAPCTB;

e METWIMPOBaHUS a30TUCTHIX OCHOBAHUM.

[Ipumepsl UCTIOIB30BaHMS peaKLMiA METUJIMPOBAHUS IIpeacTaBieHbl Ha puc. 10.20.

B xone peakuun metmimpoBaHus SAM mipeBpaiaetes B S-aIeHO3MJITOMOLIMCTENH
(SAG). TomonuucTeH MOXeT BHOBb MpPeBpalllaThbcsl B METUOHWH, T.6. METUOHUH MO-
JKET pereHepupoBaTh, HO JIJIs 3TOTO HYXXEeH JOHOP U MEePEHOCYMK METUIbHON TPYIIIThI
(cm. puc. 10.20).
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(|:H2_ S—CH, o AleHuH

g
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S-a1eHO3MITOMOLIMCTENH

(SAD)

Puc. 10.16. O6pa3oBaHve S-afeHO3UIMETVIOHNHA U EF0 YYacTMe B pPeakumax TPaHC-
METUANPOBAHNA:

X — aKkuenTop MeTUAbHOW rpynmnbl

Bce depMeHTHI, KaTaau3upyrole epeHoC OTHOYTICPOTHBIX TPYIII, HYKIatoT-
cs1 B KohepMmeHTe, posib KoToporo BeinonHseT Terparuapodonar (TTOK wim H,-
(osart), oOpasyromuiics U3 GoanueBoi KUCI0Thl — BuTaMuHa By (puc. 10.17).

TerparuapodonaT crmocoOeH CBA3bIBaTh OAHOYTJIEPOAHBIC TPYIIIHI C ATOMaMU a30-
Ta B noyioxkeHuu 5 u 10, obpasys pazHbie (POPpMbI B 3aBUCUMOCTHU OT CTETIEHU OKUC-
JIEHHOCTU OJHOYTJIEPOIHBIX TPOoU3BOAHBIX (puc. 10.18).

HanbHeimme MeTaboandeckue npespaleHus npeodpasytot rpynmny —CH,_ B apy-
THe OMHOYIJIEPOIHBIEC TIPOU3BOIHBIC U OTIPEIEISIOT ITyTH UX NCTIOJIb30BaHUSA. MeTHITb-
Hasl TpyIina Heooxoauma JiJ1s1 IpeBpallieHUsl TOMOLIMCTEHA B METUOHUH, 2 METUJIEHO-
BBIE, METEHUJIbHBIE ¥ (DOPMIUTBHBIE TPYITITHI YIaCTBYIOT B OMOCUHTE3€ BCEX ITyPUHOBBIX
U OTHOTO U3 TUPUMUANHOBBIX (I TM®P) Hykiaeotnmos (cM. puc. 10.20).

JloHOpaMu OJTHOYTJIEPOIHBIX (DPATMEHTOB MOTYT OBITH CEPHUH M TJIMIMH.

Cepun — 3aMeHUMAas KMCJI0Ta. YIJIEpoaHas YaCTh CEpUHA 00pa3yeTcsl U3 INIFOKO3bI
(puc. 10.19A), a aMuHOrpyIINna MocTyraeT ¢ MOMOIbIO peakKIui TpaHCAMUHUPOBA-
HWST U3 APYTO aMIUHOKUCIIOTHI.
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Puc. 10.17. O6pa3zoBaHue TeTparngpodonata (B KpyxKe akLLeNnTOPHbIN y4aCTOK)

I'MyH MOKET CMHTEe3MPOBAThCS U3 CEPMHA B PEaKIM, KaTaJIM3UPyeMble CEPUH-
OKCMMeTHITpaHC(epa3oi, KoTopasi IEPEHOCUT OKCUMETUJIbHYIO TPYIITy C CeprMHa
Ha kodepmeHT H,-ponara (puc. 10.19b). Katabonnsm rimuurHa NPOUCXOIUT TaKxKe
¢ yyactueM H,-donata (puc. 10.19B).

Ha puc. 10.20 npencrasieH nyTh OAHOYTJIEPOAHBIX IPYIII OT IJIIOKO3bI — IIePBUY-
HOT'O MCTOYHMKA yIJIepoda, U OT CeprHa, KOTOPBI 00pa3yeTcsl U3 YIJIepOIHBIX aTO-
MOB TJIIOKO3BI, 10 UCITOJIb30BAaHMSI 3TUX I'PYIIT Pa3IMYHBIMU aKLIETITOPAMU.

Yyacte TI'DK B cuHTE3e TUMUIMIOBBIX W ITYPUHOBBIX HYKJICOTUIOB OOBSIC-
HSIET MpPUMEHEHHUE CyabhaHUIAMUAHBIX NMpenapaToB Kak aHTHMOAKTEpHOCTaTUYE-
CKMX CPeACTB. DTU MperapaThl MOAABISIIOT B KJIE€TKaX MUKPOOPraHM3MOB 00pa3o-
BaHUEe (DOJMEBON KUCJIOTHI, KOTOpasl He SIBJISIETCS M1 IIPOKApPUOTOB BUTAMUHOM
1 MOXET UMM CUHTe3upoBaThbesd. CynbhaHmIaMUALI — 3TO CTPYKTYPHBIE aHAJIOTU
n-aMruHOOeH30aTa (KOMIOHEHTa (POIMEBOI KMCIIOTHI), IIO3TOMY JAEHCTBYIOT KaK KOH-
KYPEHTHBIE MHTMOUTOPBI CMHTe3a (hojlaTa U TeM CaMbIM IPEISITCTBYIOT POCTY KJIETOK
MUKPOOPTaHU3MOB.
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Puc. 10.18. CTpoeHue Npon3BoAHbIX TeTparngpodonata

HepoctraTouHoCTb pONMEBOI KUCNOTbI

[IposiBnieHuem nedunurta ¢GOJUEBON KHUCIOTHI SIBISETCS Merajao0JacTHas
(MakpouuTapHasi) aHeMHsl, KOTOpasl XapakKTepU3yeTcsl CHUXKEHUEeM B KPOBM KOH-
LIEHTPpAllM TeMOIIO0MHA, KOJIMYECTBA SPUTPOLIMTOB, YBEIUUEHUEM UX pa3Mepa.
[MpuunHOI 3TUX CUMIITOMOB SIBJISECTCS HapyIIeHUE CUHTE3a HYKJIEMHOBBIX KHC-
ot (mpexne Bcero JIHK) B kieTkax kpoBeTBopHOI TKaHU. KieTku 3Toi TKaHMU
OTHOCATCS K OBICTPOIEIISIIAMCS W TIO3TOMY AeDUIUT (HOTMEBOM KUCIOTHI, TTPU-
Boasanii k geduunty H,-donarta, mpexnae Bcero orpaxaercss Ha 3pUTPOITOI3E.
Hapymraercs yyactre npousBoaHbix H,-donata B cuHTe3e TUMUIMIOBON KHUCIIO-
Thl JPYTUX MYPUHOBBIX HYKJIEOTHUIOB, a CJAEJ0BATEIbHO, CHUXAETCS CKOPOCTb 00-
pazoBanus JJHK u PHK B kpoBeTBOpHBIX KileTKax. HemoctaTouHOCTh (DOIMEBOM
KUCJIOTHI (BUuTaMyH By) 1 cHrkeHne cuHTtesa H,-donara (kopepmeHTa) MOTYT OBITH
BbI3BaHbl HECKOJbKMMU NPUUUHAMMU:

e HEMpPaBWIbHBIM MUTAHUEM, KOTAa B MUIIE MaJIO 3€JEHbIX OBOLLUEH U MSICHBIX

MpoayKToB. B aToMm ciyyae ogHoBpeMeHHO ¢ Aeduuntom H,-donara BozHM-
KaeT JedUIUT METUOHWHA U XOJIMHA, UYTO YCyIryO/sieT HapylleHUs B oOMeHe
OIHOYTJIEPOIHBIX TPYIIIT;

e HapyIIeHHeM BCachIBaHUS TIPU SHTEPUTAX WIIM IPYTHX 3a00JIEBAaHUSIX KUIITET-

HUKa, TPUBOISIINX K THTIOBUTAMUHO3Y;
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Puc. 10.19. CnHTe3 cepuHa U3 rioko3bl (A), 06pa3oBaHue rvLmHa 13 cepuHa (b)

1 KaTabonusm rnuumHa (B)
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Cunres:
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\ / nunun Cepun

IlypunoBoe sapo T

IMupumuanHb! I'moko3a
(TUMHIAIIOBAS KHCIIOTA)

Puc. 10.20. B3amocBsizb 06MeHa METUOHWHa, CePUHa, MnunHa 1 Nyt NCroJib30Ba-
HMA ogHOYyrnepoaHbIX q)paFMEHTOB

e 3a0oseBaHUAMM NleyeHU. [1pu remature wim Luppose Me4yeHu MOXET CHUKATh-
cs1 aKTUBHOCTb (poJaTpeyKTas3bl, KOTOpas KaTaIM3UpyeT NMpeBpalieHne (oma-
ta B Hy-donar.

10.6. O6meH peHnnanaHMHa N TUPO3MHA

DeHnaTaHuH — He3aMEeHNMast aMIHOKMCIJIOTA W TTOCTYITaeT B OPTaHU3M B COCTa-
Be nuiu. @eHunajlaHUH B OCHOBHOM MCHOJIB3YeTCS JIsl CUHTE3a TKAaHEeBbIX OEIKOB
1 THPO3WHA — YCJIOBHO 3aMEHMMOI aMMHOKUCIOTHI. TUPO3UH Takke BKIIOYAETCS
B CHMHTEe3 OEJIKOB M YJ4aCTBYeT B CMHTE3€ IPYIMX COSNMHEHMH (KaTeXO0JIaMUHOB, TH-
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pokcuHa, MeJlaHMHOB) KpoMme Toro, TUpo3uH, a 3HAYUT, 1 (peHWIaJaHUH MOCPEM-
CTBOM TMPO3MHa MOTYT BKJIIOYATLCA B KaTabosm3M, okucissacs 1o CO, n H,O.
[Tyt oOMeHa peHuIamaHMHA ¥ TUPO3UHA TpeacTaBieHbl Ha puc. 10.21.
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Puc. 10.21. [yt obmeHa deHunanaHnHa u TMpPo3uHa. 3aboneBaHusA, BO3HMKatoLWme
npw HapyLeHn meTabonm3ma 3TMX aMUHOKMUCIOT:
1 — deHunKeToHypwrs; 2 — ankanToHypus; 3 — anbbuHu3m; 4 — 6one3Hb MapKUHCOHa; 5 —
MuKcepema; MO — nupugokcanbdocdat; H,BM — TeTparngpobrontepmy; OMNK — obwmin nyTb
KaTabonmsma
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H3yyeHue obMeHa (peHMIaaHMHA U TUPO3MHA 110KA3aJl0, YTO HapYLICHUE IIpe-
BpallleHN I 3TUX aMUHOKWCIIOT BeIeT K PSAAY 3a00JI1eBaHHIA.

KaTtabonusm ¢peHnnanaHnHa n TMpo3unHa

DeHunanaHuH, He UCTIOJIb30BAHHBIN B CUHTE3€ TKAHEBBIX OCJIKOB, B HOPME Mpe-
Bpalaercs B Tupo3uH (puc. 10.22). Drta peakuus Katanusupyercs GeHnaaJIaHuH-
TUAPOKCHIA30ii, KOHEPMEHTOM KOTOPOi ciayxXuT Terparuapodouontepun (H,BIT).
M3BecTHO cpaBHUTENIHFHO YaCTO BCTpevarolneecst 3a00ieBaHNe, IPUIMHOM KOTOPOTO
SIBJISIETCS] TeHETUUECKUU nedeKT (peHuIaTaHUHTUAPOKCUIA3bl WK pexe NeULIUT
peayKTa3bl TeTparuapoduonTepuHa — depMeHTa, o0ecreunBarolero BOCCTaHOB-
nenue H,BIT B H,bII. HakaruinBatomuiicsa npu 3ToM (peHUIaTaHUH [OJBEPraeTcs
JIe3aMUHHUPOBAHUIO U 00pa3yeT MeTaboIuT — (PEHUJINMUPYBAT, KOTOPBIA B HOpME
oOpasyeTcs B 04eHb MaJjibix KoindyecTBax. [Ipu 3ab0oneBaHuu (peHUIMMpPYBAT IIpe-
BpalmmaeTcs B (peHWIIAKTAT W (eHMIaneTaT — TOKCUIHBIE MPOAYKTHI, KOTOpHIE
BBIBOASTCSI ¢ Mouoil (cM. puc. 10.22). Bror nedekT metadboausma peHusalIaHuHa
nposipisieTcsl Kak 3adojieBaHue ¢enuakeronypus (PKY). 3aboneBaHue MposiBisi-
€TCS PaHO U COIMPOBOXAACTCS PE3KUM HApyILIEHUEM YMCTBEHHOTO U (DU3UYECKOTO
pa3BUTUSI pebeHKa BCIEACTBME TOKCUYECKOTO BIMSHUS BBHICOKMX KOHIIEHTpaLMit
(beHMIaaHMHA M €T0 TOKCUYECKUX TTPOMN3BOIHBIX.

It muarHoctrky DKY MCTIONb3yIoT TECT Ha TOJIEPAaHTHOCTD K (heHUMaTaHuHy. [1J1st
3TOT0 UCCJIEAYIOT KOHLIEHTPALIMIO TUPO3UHA B KPOBU Y€Pe3 YaCOBbIE MHTEPBAJIbI ITOCTIe
npuema HaTolak oocieayembiMm ~10 1 heHunananuna (puc. 10.23).

Mg nedennsa aereii ¢ @PKY HazHavalor auety, 0eaHyl0 (peHUTaJJaHUHOM, HO CO-
JEPKaIylo J0CTaTOYHOE KOJIMYECTBO TUPO3MHA. DTO MO3BOJISIET YMEHBIIUTD TOKCH-
YecKoe NecTBUe (heHMIaTaHMHA W eTO TTPOU3BOTHBIX.

M3BecTHO ellie 0JHO reHeTUYecKoe 3a00/ieBaHe — aJKANTOHYPHS, TIPUUNHON KO-
TOPOro CAYXWUT HapyllleHue MyTu KaTabojau3Ma (peHWIalaHMHa U TUpO3MHA Ha CTa-
JIUM TIpeBpallleHUs] TOMOTeHTU3MHOBOI KUCJIOTH B (hymMapuialeToaneTar, KaTalu3u-
pYeMblii TMOKCUTEeHA30ii TOMOTEHTH3UHOBOI KUCJI0ThI (cM. puc. 10.22). Beaencteue
nedekTa 3Toro (pepMeHTa HaKarIMBaeTCss TOMOTEeHTU3MHOBAST KMCJI0Ta, KOTOPasl BbI-
BOIUTCS C MOYOM, HO, OKUCIISISICh KUCIIOPOIOM BO3IyXa, 00pa3yeT YepHBIM TMTUTMEHT
¥ TIpUAaeT Moue YepHbIi IBeT. [1posBIeHNSIMY aTKanTOHYPHUH SIBJISTIOTCST TaKKe TTUT-
MEHTaLMSI COeTMHUTEIbHOM TKaHU, Ha3biBaeMasi OXPOHO30M, U apTPUTHI.

CnHTE3 KaTexoNamMmnHoOB

Tupo3uH sIBISIETCS MPEAIIECTBEHHUKOM JUISI CHHTE3a KaTeX0JIaMUHOB — nopamu-
HA W HOpPAJPpeHAJMHA B HEPBHOIW TKAHM U aJPeHAJMHA B MO3rOBOM BelllecTBe HAIl-
noyeyHukoB (puc. 10.24). JJopaMuH 1 HOpaApEHAIMH BBIMOJHSIOT (YHKLIMU Me-
IVaTOPOB B CMHANITMYECKON Tiepeaaye HEpBHOTO MMITYJIbCa, a alpeHATNH SBIISICTCS
TOPMOHOM.

[TyTh cHTE3a KaTeXoJIaMUHOB TIpeAcTaBieH Ha puc. 10.24.
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Puc. 10.22. Katabonn3m ¢peHunanaHnmHa u TMpo3unHa:

A — HOpMasbHbIV NyTb KaTabonnama; b — aHoMasnbHbIi MeTabonv3m GpeHunanaHnHa;

B — pereHepauusa H,-6rnonteprHa
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Puc. 10.23. VI3MeHeHne KOHLUEHTpaLUn TMpo3u-

Ha B KpOBW nocne deHunanaHNMHOBOW Harpy3Ku

B Hopme (1) u npu peduunTe deHunanaHMHrK-
Lpokcunasbl y reteposnroTtos no OKY (2)
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Puc. 10.24. CnHTes KatexonammnHoB
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Hapymenue cunHTe3a modamMuHa B YEpPHOUM CYOCTaHIIMM MO3ra IIPOSIBIISIETCS
kak Oose3nb IlapkmHcona. [Ipm 3Toil maronormu cHmXKeHa akTUBHOCTH JIODA-
JeKapooKcmiaa3bl. 3a00JIeBaHIE COIIPOBOXKAAETCS CKOBAHHOCTDIO IBIDKEHUI (aKMHE-
3Us), HATIPSDKEHWEM MBI (PUTHIHOCTD) M HEITPOU3BOJBHBIM JIPOXaHUEM KOHEY-
HocTell (TpeMop). 3aMecTuTe/IbHas Tepanus He umeeT addekra, Tak Kak 1ohaMUH
HEe MPOXOAUT reMartosHuedanuyeckuii 6aprep. [1oaTOMy MCHONB3YIOT B KauyecTBe
JIEKapCTB TIpeAllecTBeHHUK aodamuHa — mnpousBonHbie JJODA. Kpome Toro, cy-
IIECTBYIOT MpEIapaThl, MTOAABIISIONIEe MHAKTUBALIMIO Jo(PaMUHA U TEM CAMBIM CIIO-
COOCTBYIOIIME €r0 HAaKOIJIEHUIO B KJeTKaX. Tak KaK MHaKTUBalMsl KaTeXxoJaMUHOB
MPOUCXOAUT MyTEM HUX OKUCJIEHUS TMOoJ JelicTBUeM MoHoaMHHOKcuaassl (MAOQO)
(cm. puc. 10.26B), cienoBarebHO, HCIIOJIb3yeMble IIperapaThl IeCTBYIOT KaK HHIH-
ouTopsl 3TOrO (hepMeHTa.

CuHTE3 MenaHMHOB

CuHTe3 MMTMEHTOB MEJTaHUHOB MPOUCXOIUT B MEJIaHOIIMTAX, U TIPEAIIeCTBEeHHNU-
KOM MeJIaHUHOB siBJisieTcsl TUpo3uH (puc. 10.25). Tupo3uH npu yyacTuu TUPO3UHA3BI
okucisercss B JIOMA, 13 KOToOporo B pe3yibTaTe pa3BeTBICHHOTO Ipoliecca odpa-
3YIOTCSI YEPHO-KOPUYHEBbIC MTUIMEHTHI (3YMEJTaHUHbI) U KPACHO-KOPUYHEBbIE WU
JKEJTble MUIMEHTHI (peoMesaHuHbl). B pasHbIx coueTaHUsSX 3TU TUIIbl MEJIAHUHOB
COJIepKaTcs B COCTaBE BOJIOC, KOXKU, CETUaTKe I1a3a, o0ycaaBanBast UX OKPacKy.

OH OH ¥ DyMenanuHbl
0, OH -
S T
Tuposunaza e
Cu” \\\
?Hz CH2 \\\\
CH—NH l A DeoMesTaHHHb
2 CH—NH,

COOH COOH

Tupo3ux JJODA

Puc. 10.25. CnHTe3 meaHMHOB

I'eneTnyeckmii Ile(l)EKT THPO3HUHA3BI B MCJIAHOLIUTAX MJIN OTCYTCTBUC MCJIAHOLIN-
TOB IIPOABIIACTCA KaK 3a0o0eBaHNe — aJbOMHU3M. KIIMHMYEeCKU 3Ta MaToJIOTHS IIpo-
ABJIFACTCA OTCYTCTBHMEM MUIMEHTALIlMM KOXMW M BOJIOC, CB6T0609{3HB}O, CHM2KCHUEM
OCTPOTbI 3pC€HUS.
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10.7. Aekap6oKcunupoBaHue aMMHOKNCIIOT
N metab6onn3m 6MoreHHbIX aMMHOB

B pe3yabrare OTIIEeIUIEHUS 0.-KapOOKCHUIBHOM IpyMNITbl aMUHOKMCIIOT 00pa3yoTCs
aMmuHbI (puc. 10.26A). Peakiinio KaTaausupyoT AeKapOOKCHIa3bl, KOGepMEHTOM KO-
TOpBIX siBiIsieTcs: poconupuaokcanb. [TpoayKTsl fekapOdoKcIMpoBaHus 00a1atoT
BBICOKOI OMOJIOTMYECKOM aKTUBHOCTBIO, M C 3TUM CBSI3aHO MX Ha3BaHUE — OMOIeH-
HbI€ AMUHBI.

Imctamun oGpasyercsl U3 TUCTUAMHA B TYYHbBIX KJIeTKaX. BoigensieTcss B OTBET Ha
MPUCYTCTBUE ajiepreHa. KpoMe Toro, SIBISIETCS CUJIbHBIM COCYIOPACIIUPSIFOIIAM
(hakTOpOM, BBI3BIBAECT COKPAIICHHE IJIAAKON MYCKYIAaTyphl, B KJIETKAX CIIM3UCTOM Ke-
JIyIKa CTUMYJIMPYET CEKPELIUIO COJISTHOM KUCIOTHI.

v-Amunomacagnag kucjora (FAMK) o6pa3syeTcs U3 riyramaTa B TKaHU FOJIOBHO-
T'O MO3ra, BLIMOJHSET (PYHKIMM TOPMO3HOTO HelipoMearuaropa.

CepoTonuH o0pa3yeTcsd U3 TpultodaHa B HellpoHaxX rumotaiamyca. OyHKIMO-
HUpYeT KaK HeipoMeInaTop U TKAHEBOI TOPMOH.

Jodamun oOpasyercst 3 TUpO3MHA B MOYKaX, HAANOYEUHNKAX, CUHAIITUYECKUX
TaHIJIMSIX, HepBax. SIBIseTCsI MeaUaTopoM MHTHOMPYIOILIEro TUIa, (PYHKIUMOHUPYET
B UepHOI CyOCTaHILIMM BEPXHETO OT/eja CTBOJIA MO3ra. B Apyrux KjeTkax sIBisieTcst
MpeaIIeCTBEeHHMKOM HOpaApeHaaHa U apeHalIuHa.

Hopaapenaaun oOpa3syeTcs B pe3yJibTaTe r’MAPOKCUIMPOBAHMS JoaMuHa B KJIET-
KaxX HEpBHOM TKaHU, MO3TOBOM BellIECTBE HANMOYeUHUKOB. DyHKIIMOHUPYET KaK Me-
JUATOp B CUHAIITUUECKOM nepeaaye HEPBHBIX UMITYIbCOB.

AIIpeHAIMH — TIPOAYKT METWIMPOBaHUsI HOpaapeHaJIMHA B KJIETKaX MO3TOBOIO
BellleCTBa HAAMOYEYHUKOB. BIMOMHSIET (yHKIIMU TOPMOHA.

HWNuakTuBanus OMOTeHHBIX AMHHOB ITPOMCXOIUT IBYMsI CLIOCOOAMU:

1) ne3aMUHUPOBAHUEM U OKUCIIEHUEM;

2) METUJIMPOBAHUEM.

CrpoeHne 6MOTeHHBIX aMUHOB TpeacTaBieHo Ha puc. 10.265.

Peaxumio ne3amuHupoBanuss u okucieHus (puc. 10.26B) kartanmsupyer FAD-
3aBucuMas MoHoamMuHOKcuaaza (MAQ). MoHoaMMHOKCHIa3a MOXKET ObITh TOUKOM
BO3/IEIICTBUSI HEKOTOPBIX JIEKAPCTB, MHTUOUPYIOIINX WM aKTUBUPYIOIIMX 3TOT dep-
MEHT, TaK KaK M3MEeHEeHHEe KOHIIEHTpalU¥ OMOTreHHBbIX aMUHOB SIBJISIETCSI TIPUYMHOMN
psia marojoruyeckux coctosiHuii. Hampumep, mpu mapkuHCOHU3ME HaOJ01aeTCst
YMEHbIIIEHNEe KOJIU4YeCcTBa fohaMrHa, 1 OOHUM M3 CIIOCOOOB JICUESHUS SIBJISIETCSI CHU-
KEeHMe CKOPOCTH MHAKTUBAaLUMU Ho(haMUHa IO BIMSIHAEM BEIIECTB — MHIMOUTOPOB
MAO.

MuakTuBamnys 0MOreHHBIX aMUHOB ITyTeM MX METUJIMPOBAHUS MIPOTEKAET C yda-
ctreM MeTunTpaHcdepas 1 SAM Kak 1oHOpa MeTHIIbHO# rpymisl (puc. 10.26T).
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Puc. 10.26. CuHTe3 1 06e3BpeXKMBaHNE OMOreHHbIX aMUHOB:

365

A — peakuus JeKapbOoKCUINPOBAHMS aMUHOKNCIOT; b — cTpoeHre HEKOTOPbIX GUOreHHbIX aMK-

HOB; B — MHaKTUBaLmA 6OreHHbIX aMMHOB ¢ yyactnem MAO; I — npumepbl HaKT1BaLUN
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10.8. O6meH HyKneoTAROB

HyxieoTunpl 1 nx Mpon3BOIHBIE UCITOTB3YIOTCS B OpPraHM3Me B KauecCTBe:

e cyocrtparoB cuHTe3a JHK, PHK 1 HykieoTunHbIX KODEepMEHTOB;

® KCTOYHUKOB BHEPTUM;

® YYAaCTHUKOB CUHTE3a TOMO- U FeTepoIiorMcaxapyuioB, JUMTUIOB U OEJIKOB, a TaK-

K€ YHUBEPCAIbHOI CUCTEMbI JETOKCUKALIMU, 00eCIIeYnBalollIeii BbIBEICHUE UY-
>KEPOIHBIX BEIIECTB U HEKOTOPBIX COOCTBEHHBIX META0OJMTOB U3 OPraHU3Ma;

e BTOPMYHBIX BECTHUKOB CUTHaJIa TOPMOHOB, (haKTOPOB POCTa, HeMipoMeauaTo-

POB M IPYTUX PETYISATOPHBIX MOJIEKYJT B KIIETKU.

B opranuszme mouTu Bce KJIETKM CIIOCOOHBI K CMHTE3y HYKJIeOTUA0B. [TpoayKThl
pacllerieHUs HyKJIEMHOBBIX KMCJIOT TKaHE U MUIIY UCTIOb3YIOTCS TOBTOPHO JIUIIb
B HE3HAYUTEJIbHO CTETEeHMU.

LlenTpaabHOEe MECTO B CUHTE3€ MYPUHOBBIX M MUPUMHUAMHOBBLIX HYKJICOTHIOB
3aHuMaeT ochopudosmiaudochar (PPADP) unu dochopudosminupodocdar,
KOTOpPBII 00pasyercs u3 prub03o-5-pochata u AT® B peakumu, KaTaau3upyeMoit
DOPID-cunTEeTA30i:

Pu6030-5-dpocpar + AT® —— 5-bochopnbdosun-1-mudochar + AMOD.

HMcrounukamu pn6030-5-docdaTa ajis1 3Toil peaKliuy MOTYT ObITh ITIEHT030(docC-
(haTHBIN MyTb MpeBpalleHUs TI0KO3bl WM IMEHTO3bl, 00pa3ylolidecs: B TKaHSIX MpU
pacnajie HyKJIEeMHOBBIX KUCJIOT U HYKJIEOTUIOB.

buocuHTe3 mMypMHOBBIX HyKJeoTuaoB. OOpa3oBaHME ITypUHOBOIO TIeTepOlU-
KJIMYECKOr0 OCHOBAHMSI MIET Ha OCTaTKe prub030-5-docdaTta mpy ydacTUM MPOCTHIX
MpeALIeCTBEHHUKOB: muuHa, CO,, aMuaHOro a3oTa riyramuHa, a-NH, — rpymisl
acriapraTa M OJHOYTJIEPOIHBIX Mpou3BonHbIX H,-domnata (puc. 10.27). CHavana dop-
MHUpPYETCS S-WIEHHOE KOJIBIIO, a 3aTeM O-wieHHOe ¢ 00pa30BaHMEM TIEPBOTO ITyPUHO-

Aciaprar

N doparin-
Hy-thoaar

AMunan rpynng
Fan

Puc. 10.27. NpouncxoxaeHne atomos C u N B nyprHOBOM
OCHOBaHUN
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BOTO HYKJIeoTHIa — MHO3MHMOoHOMochara unmn UM®. Bee yeThipe aToMa a3ora Imy-
pMHA MOCTYIAOT M3 aMUHOKUCIOT: ABa U3 [JTH, oaguH 13 Acn 1 oguH 13 [hm. [IBa u3
IIATH YIJIEPOIHBIX ATOMOB IPUHAMIEXaT 1711, 1Ba Apyrux — npou3BonHbM H,-omara
n nocnenHuii CO,.

CKOpOCTh-TUMUATHPYIONICH W PETyIITOPHON CTamueil Ipollecca sIBIIeTcs oopa-
30BaHue S5-hochoprbo3mi-1-amuHa, KoTopyro KaraausupyeT amuaodgochopudo-
3uarpancdepasa (puc. 10.28). B xone aToit peakuvu amuaHas rpynna [1H 3aMelnaer
mpodocdaTHbiii octaTok @PID. O6pasyetcsas N-C-cBs3b, KOTOpas 3aTeM B HYKJIe-
oTuae cTaHeT N-TJTMKO3UIHOMN CBA3bI0 MEXITy MTyPUHOM U TTIEHTO301.

CuHTE3 IepBOTO ITyPUHOBOIO HyKJIeoTuaa — MM BkitouaeT 10 craguit u uaet
¢ 3arparoii 6 moieit AT®. Bce peakmum MmpoTeKaoT B IIUTO30ye KiIeTKu. AMD
n 'M® ob6pasytorcs n3 UM® B kaxkmoM ciiydae B XOJIe IBYX IOCIIEeIOBAaTEeIbHBIX
peakuuii (puc. 10.29).

HO OH
DOPIb

HA0

[in
Asuaoochopubonnrpancepasa

I'ny
PPi

HO OH

S-tocopuGoann-1-amun

1/ i
l/ NS.NtU—Mc'ﬁ.‘lIl(fl—H;—(IH_\.IJa'r
1/ Ian
1/ COy
l/ Agn

}/ Nl",(pnp:nn.'l—lf.ril"l‘““'r

HM®

Puc. 10.28. CnHTe3 NHO3UH-5"-MoHOodocdaTa (MMOD)
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Puc. 10.29. Cuntez AM® n rMo® uns UMO.

AMO® crHTe3MpYeTCA MPU yYacTu GepMeHTOB: 1 — afeHUNOCYKUMHATCUHTETA3bl U 2 — afieHn-
nocykumHasbl, a FTM®: 3 — UM®-perngporeHasbl 4 — FTMO-cuHTeTasbl

Hykieo3nmmm- 1 Hykiieo3uaTpudochatsl cuHTe3yIoTcs npn ydactun ATD u dep-
MEHTOB: HyKJeo3uamoHodocharkuiaz (HM®P-kuHa3) u nHykiaeosugaudocdar-
kuHa3 (HA®-kunaz). AJI® u ['JIO 06pa3yroTcst B peakiysiX, KaTaTu3nupyeMbIX alie-
HWJIATKWHA30M U TYaHWJIATKUHA30M COOTBETCTBEHHO:

AMOD + ATO > 2 A1D,
I'MO + ATO - I'1® + ALD,

HJ1®-xuna3za ocyuectpisier cunTe3 HT®, B yactHocTu npeBpaiiaet [P B 'TD:
IAD + ATO — I'TD + A1D.

Oo6pazoBanne AT® uz AID B 0CHOBHOM MPOUCXOIUT 3a CUET OKUCIUTEIHLHOTO
(bochoprpoBaHUs U YaCTUYIHO B PeaKIUsIX CyOCTpaTHOTO (hochopuiIMpoOBaHMSI,

KOTOPbIC BCTPECYAIOTCA B INIMKOJM3C, HUTPATHOM LUKIIC WJIMW IIPU MCIIOJb30BaHUN

KpeaTuHdocdaTa B MBIIIILIAX.
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Puc. 10.30. Perynaums cuHTe3a NypuHOBbIX HYKN€OTUAOB:

1 — OPOD-cmHTEeTa3a; 2 — ammpgodochopnbosnntTpaHcdepasa;
3 — UMO®-gervpporeHasa; 4 — afeHUNoCyKLUMHaTCUHTETa3a

Perynsums cuHTe3a TypUHOBBIX HYKJIEOTUIOB OCYIIECTBIISICTCS aJNIOCTEPUUECKU
0 MeXaHU3MY OTpULIaTeIbHOM 00paTHOI cBs3u (puc. 10.30).

AM®, TM® nu UM® uHTUOMPYIOT KITIOYeBBIE peaKIMM CBOETO CHHTe3a. JIBa
depmenra — OPD-cunTeTaza n amunodocdopndosmnTpanchepaza — MHTUOUPY-
FOTCS JIMIIB [P OAHOBPEMEHHOM NOBbIIIEHMH KOHLeHTpauuu AM® u 'M®, Torma
KaK aKTMBHOCTb aleHWIOCYKIIMHATCUHTeTa3bl 1 UM @-nernnporeHasbl CHUKACTCS
JIAIIB TIPY YBEJIMYCHUM KOJIMYECTBA KOHEYHOTO MPOAYKTa, 00pa3yIolierocs B Kax-
ol U3 BeTBeil MeTabonmueckoro myth. AM® mATHOMpYeT TipeBpamieHue MUMO®
B ameHmwIocykunHaT, a [M® — npeBpamenne UM® B kcaHTO3MH-5’-MoHODOChHAT
(KM®), obecrieurBasi TakuM oOpa3oM cbajaHCUPOBAHHOE COAEPXKAHUE aleHUTOBBIX
U T'YaHUJIOBBIX HYKJIEOTUIOB.

«3anacHple» MYTH CHHTE3a NMYyPHMHOBBIX HYKJIEOTHIOB WMIPAIOT 3aMETHYIO POJIb
B TIEPMOIBI aKTUBHOTO POCTa TKaHEH, KOTma OCHOBHOM IyTh CHMHTE3a M3 IPOCTHIX
MPEAIIeCTBEHHNKOB He CITOCOOEH TTOJIHOCTBIO OOECITeYNTh HYKJICMHOBBIE KMCIOTHI
cyoctpatamu (puc. 10.31). IIpu 3TOM Bo3pacTaeT aKTUBHOCTD:

e runokcantuHryanungocdopudosuarpanchepazsr (I'TO®PT), katanuzupyro-
1Iel peBpalieHue a30TUCThIX OCHOBAHUH: TMITOKCAHTUHA U TYaHWHA B HYKJIEO-
gl — UM® u I'M® — ¢ ucnonb3zoBanueM @PII® B kauecTBe goHOpa doc-
¢Gopubo3kI;
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Puc. 10.31. «3anacHble» NyTu CYHTE3a MypuHO-
BbIX HYKNEOTA0B:

TOPT — rvnokcaHTUHryaHnHpochoprbo3nnTpaHc-
depasa; AOPT — apgeHuHdocdopnbosmntpaHchepasa;
AKa3a — aieHO3MHKMHa3a

o anennHdochopudosmaTpancdepassl (APPT), cunresupytomieit AM® u3 ane-
HuHa u OPID;

e aneHo3uHkuHa3bl (AKa3a), mpeBpainaronieii aneHo3uH B AM® 3a cuer mnepe-
Hoca y-¢ocdartHoro octatka AT® Ha 5’-TUAPOKCUIBHYIO TPYIITY pUOO3bl HY-
KJIe03ua.

KaTa60n113m nypruHOBbIX HYKNe€OTNAOB.
Mnepypukemus n nogarpa

Y yenoBeka KaTabOJM3M MYPUHOBBIX HYKJEOTUAOB 3aKaHUMBAETCSI 00Opa3oBa-
HUEM MOYeBOi KHUCJOTHI. [lepBoHAYaTbHO HYKICOTUIbI TUAPOJUTUYECKU TEPSIOT
¢dochaTHBII OCTaTOK B peakLMsIX, KaTaau3upyeMbix (ocdarazaMu MU HYKICOTH-
JazaMu. AJIEHO3UH J1€3aMUHUPYETCSl aAeHO3UHIe3aMMHA30ii ¢ 00pa3oBaHUEM HMHO-
3uHa. Ilypunnykneosuadocdopuiaza paciiernisger HYKIEO3UIbl A0 CBOOOMHBIX
OCHOBaHUIi U pub030-1-docdara. 3aTeM KCAHTHHOKCHAA3a — adpOOHasi OKCHUIIO-
peyKTasa, IpoCTeTMYECKas IpyIia KOTOpoii BKoyaeT MoHbl xenesa (Fe*t), mo-
mmbneHa u FAD, npeBpaliiaeT a30TUCTbIe OCHOBAHUS B MOYEBYIO KUCIOTY. DepMeHT
B 3HAUYMTEJbHBIX KOJMYECTBAX OOHAPYKMBACTCS B MEUEHU M KUIIEYHUKE M OKHC-
JISIET TypUHBI MOJIEKYJISIpHBIM KucjiopogoM (puc. 10.32). MoueBasg Kuciora yna-
JISIETCS U3 OpraHM3Ma 4yesloBeKa IJIaBHbIM 00pa3oM ¢ MOYOH MU HEMHOTO C (DeKalu-
saMu. OHa sBJIsIeTcsl c1aboil KUCIOTON U B OMOJOTUUECKUX KUAKOCTSIX HAXOMUTCS
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Puc. 10.32. Katabonv3m nypruHOBbIX HYKNEeOTN[0B:

1 — Hykneotngasa unmn docdartasa; 2 — afAeHO3VHAE3aMIHA3a; 3 — MypuHHYKNeosvadocdhopu-
nasa; 4 — ryaHasa; 5 — KCaHTMHOKCMAa3a

B HEAMCCOLIMUPOBAHHON (popMe B KOMILIEKCe ¢ OeJKaMu UM B BUJE MOHOHATPU-
€BOI coJiu — ypaTa. B HOpMe B CBHIBOPOTKE KPOBU €€ KOHIICHTPAIUsI COCTaBJSIET
0,15—0,47 mMonb/n unu 3—7 mr/mi. Y3 opraHnsma exkecyTouHo BeiBoauTcs ot 0,4 1o
0,6 T MOUYEBOIT KMCIIOTHI U YPaTOB.

YacTeIM HapyIIeHNEeM KaTabo3Ma ITyPUHOB SIBIISICTCS THIEPYPUKEMHs, KOTOpast
BO3HMKAET, KOT/Ia B [JIa3Me KPOBY KOHILIEHTpALUsl MOUEBOI KHCIOThI MPEBBIIIAeT HOP-
My. M3-3a Mm1oxoii pacTBOPMMOCTU 3TOTO BelllecTBa Ha (poHE TMIepypUKEeMU pa3Bu-
BaeTcs momarpa — 3a00yieBaHUE, TTPU KOTOPOM KPUCTA/UIBl MOUEBOI KHCIOTHI U ypa-
TOB OTKJIAIBIBAIOTCS B CYCTABHBIX XPSIIIAX, CBA3KaX U MSATKUX TKAHSIX C 00pa30oBaHUEM
MMOAArPUYECKIUX Y3JI0B, MM TODYCOB, BHI3bIBAs BOCTIAJIEHUE CYCTABOB 1 HE(POTIATHIO.
IMonarpoit ctpamaet ot 0,3 mo 1,7% HacemeHUsT 3eMHOTO T1apa. ¥ MYXUYUH CBIBOPO-
TOYHBIN (DOHM ypaTOB B 2 pa3a BbIIIE, YeM Y KEHIIWH, T0O3TOMY OHUM 0OJIeI0T moaa-
rpoii B 20 pa3 vaiie. 3a0ojeBaHUE TeHETUYECKU AETEPMUHUPOBAHO U BbI3bIBACTCSI:

o nedexkramu @PJID-cuHTeTa3bl, CBI3aHHBIMU C TUTICPAKTUBALIUEH, TOO yCTO -

YUBOCTBHIO (hepMEHTa K MHTUOMPOBAHUIO KOHEUYHBIMM TPOMYKTAMU CHUHTE3a;

e YACTUYHOU mMoTepeli aKTHBHOCTH THUMOKCAHTHHryaHuHhochopubdo3uaTpanc-

(hepasbl, KoTopas obecreynBaeT MOBTOPHOE MUCITOIH30BAHUE ITyPHHOB.

IIpu mosiHO# MOTepe AKTUBHOCTH TMIOKCAHTHHryaHuHpocdopudosuarpanche-
pasbl pa3BuBaeTCs Tsikesasi popMa runepypukeMun — cunapom Jlema—Haiixana,
MPpU KOTOPOM HAaOJI0OJAIOTCS HEBPOJOTMYECKHUE W TICUXUYECKHE OTKJIOHEHUS.
boiie3Hb HacneayeTcs Kak pelleCCUBHbIN MPU3HAK, CLEIUIEHHbIN ¢ X-XPOMOCOMOI,
U BCTpeYaeTcs TOJIbKO Y MaJIbUUKOB.



372 Buonorunyeckas xumusa

Jleyar mogarpy aJJIOMypMHOJIOM — CTPYKTYPHBIM aHajJOroM TMITOKCaHTHHA.
KcanTuHokcunasza okucsieT mpenapat B OKCUITYPUHO, KOTOPbIiA TTPOYHO CBSI3bIBACT-
CsI C aKTUBHBIM LIEHTPOM (DepMEHTa 1 OCTaHABIMBAET KaTabOJIM3M MyPUHOB Ha CTAINU
TMIIOKCAaHTUHA, KOTOPBI B 10 pa3 Iydiiie pacCTBOPUM B SKUAKOCTSIX OpTaHU3Ma, 9eM MO-
YyeBast KUCJIOTA.

BuocnHTes n Kata60NnM3M NMPUMNANHOBbLIX HYKNEOTUAOB.
OpoTtaunaypwusna

B otimune oT cuHTE3a MypMHOBBIX HYKJICOTHIOB, TP KOTOPOM a30THMCTOE OC-
HoBaHMe (opMHUpYyeTCs Ha OcTaTke pu0030-5-docdara, MUPUMUINHOBOE KOJIBIIO
MepBOHAavYaJbHO COOMpAaeTcsl U3 MPOCThIX MPEAIIECTBEHHUKOB: TJyTaMMHa, acrap-
tara 1 CO,. 3atem oHo B3aumoneiicteyer ¢ @PPID u npespauiaercs: B ypuaun-5’-
monodochar — YMO (puc. 10.33).

Cunrte3 YM® npoTekaeT B IIUTO30JI€ KJIETOK U BKJIIOYAET 6 CTaauii, KaTaausupye-
MBIX TpeMsI pepMEHTaMH, IBa U3 KOTOPHIX MOJU(PYHKIIMOHATLHEI. Ha mepBoit ctanumu
naet cuHre3 kapoamowindocdara n3 IH n CO, ¢ UCMTONB30BAHUEM JIBYX MOJIEKYJT
AT®. IMpu npucoenuHeHuun K kapoamomndocdary Acn u otweruienun H,O obpa-
3yeTcsl HUKJIMUECKOe COeIMHEeHe — AUTHAPOOPOTAT, KOTOPBIN SIBJISIETCSI TPOAYKTOM
nepBoro noaudyHkuuoHaabHoro oenka — KAJI-depmenta. HazBanue KA/l ckna-
JBIBAETCS U3 HAYaIbHBIX OYKB (pepMEHTATUBHBIX aKTUBHOCTEH, KOTOPHIMU 00J1a1al0T
OTIEJIbHBIE KaTaIUTUYeCKUe ToMeHbI: Kapoamouiadocharcunarerassl II (KDC II),
acmapraTTpancKap0aMomiIa3bl 1 TUTHAPOOPOTA3bI. [UTnapoopoTaT najgee OKUCIIeT-
csi B oportat nop aeicreBueM NAD-3aBucuMOii TUrHAPOOPOTATIAETHAPOTeHA3BI U TTPU
YJacTHUH BTOPOTO OM(PYHKIIMOHATBHOTO (hepMeHTa — Y M @-CcHHTA3bI TTpeBpaIiacTcs
B YMO.

YM®O® obpasyer YTD B 1Be cTaguu.

IMepByto craguio Karanuzupyer Y MP-KuHasa:

YMO + ATO — VIO + AIID,
a Bropyto — H/IP-KuHAa3a C IIMPOKOI cyOCTpaTHOM Crieliu(pUIHOCTBIO:
VYID + ATO - YTD + AJ1D,

LT® obpaszyercs nz YTD niox neiictBuem LIT®-cuaTeTa3bl, KOTOPAS, NCITOIB3YS
sHepruto AT®, 3amemiaeT KeTOTPYIITy ypallvia Ha aMuIHyto rpymiry [iH:

VT® + [n + AT® — LT + Dy + AAD + H,PO,.

Perynsinusi cuHTE3a MMPUMUIMHOBBIX HYKJIEOTHUIOB OCYIIIECTBIISICTCS AJIJIOCTEPH-
YeCKH 110 MeXaHU3My OTpUILIATeIbHOM 0OpaTHOM CBS3MU:
o YT® unrubupyet aktuHocth KDC 11 B cocraBe KAJI-(epmenTa;
e YM® u LIM® nogaBisioT aKTUBHOCTL BTOPOTO MOJUGYHKLIMOHAIBHOTO (hep-
MeHTa — YM®-cuHTa3HI;
e HaxkorieHue LIT® camxkaer aktuBHOCTh LIT® cuHTETA3HI.
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Puc. 10.33. [poucxoxkaeHre aToMOB NUPUMUANHOBOIO KosbLia 1 crHTe3 YMO:
I — KAO-dpepmeHT: 1 — KapbamowmnpocdatcmHTeTasa Il; 2 — acnapraTTpaHckapbamonnasa; 3 — au-
rMppoopoTasa; 4 — aurngpoopotataernaporeHasa; [ — YM®-cuHTasa: 5 — opotatpocdopri6o-
3untpaHcdepasa; 6 — OMD-gekapbokcunasa
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3amacHble TTyTH B CMHTE3¢ MUPUMUIMHOBBIX HYKJICOTUIOB HE UTPAIOT CTOJb CYIIE-
CTBEHHOI POJIM, YTO B CHHTE3€ IyPUHOBBIX HYKJICOTUIOB, XOTS B KJIETKaX OOHAPYKCHBI:
o nupumuanHpochopudo3uaTpancdepasa, KarTaauzupyrolasi peakiuio:

Mupumunuu + ®PAD — [NMupumununamonodocdar + H,P,0,
(Y mwm L) (YMO® unu LIM®D);

e YPUAMHKHMHA3A, TIPEBPAILaoNIast HYKJICO3M I B HYKJICOTH/!
Ypunun + AT® — YMO + AID,

e 1 ypuauHgpochopuiaza, criocooHas oopalaTh peakirIo Jerpagalny HyKJIeo-
3uaa:

Ypauwr + Puboso-1-dochar — Ypunuu + H;PO,.

B npoiiecce katabonmsma LHUTUAUIOBBIE HYKICOTUIbI TUAPOJIUTUIYECKU TEPSIOT
aMmuHorpymnny u npespamatorcss B YM®. Korna or YM® u ATM® oTiienisorest
HeopraHudeckuit ocdar ¢ moMolbio HyKJIeoTuaa3bl WK pocdarassl U pubdo3a mpu
yyactuu pochopuias, TO OCTAIOTCS a30TUCTbIE OCHOBAaHUSI — ypalul U TUMUH. O0a
reTepolmKiIa MOTYT TTOABEPraThes ruapupoBaHuio ¢ yuactuem NADPH-3aBucumoit
JTUTUAPOTTUPUMUINHACTUIPOTeHA3bl U TUIPOJIUTUUYECKOMY paCIIETIJIEHUI0 ¢ 00-
pa3oBaHUEM U3 OAUTMApPOypauuia — [-ypeuaonponuOHOBOM, a U3 NTUTUAPOTUMU-
Ha — [-ypeuaomacisHoi KMCIOT. JanbHeillee ruaApoJUTUYECKOE pacllierieHue
YPEUIOIIPOM3BOAHBIX 3aKaHuMBaeTcsl oopasosaHueM CO,, NH, u B-ajaHuHa uau
B-amMmrHOMACISIHOM KUCJIOTHI.

Cpenu HapylIeHM oOMeHa MMPUMUANHOBBIX HYKJIEOTUAOB OMMCAHO JIUIIb OJTHO
peaKoe HacjaeICTBEeHHOE 3a00jieBaHUE — OPOTAIMAYPHUsi, KOTOPOE BO3HUKAET B pe-
3yJBTaTe MyTallid B T€HE BTOPOTrO MOJUQPYHKIMOHATbHOTO (pepMeHTa — YMD-
cUHTa3bl. B aTOM cityyae HapyuiaeTcs npespauieHue oporata B YM®, Gosbliivie Ko-
JuyecTBa oporata (10 1,5 r/cyT) BBIBOASTCS C MOUOIi. Pa3BruBaeTcss HEIOCTaTOUHOCTD
MUPUMUINHOBBIX HYKJIEOTHAOB. 151 iIedeHus1 9TOro 3a00JieBaHUSI UCTIOIb3YIOT YpU-
JWH WIM OATUAKH B 103aX oT 0,5 10 1 I/CcyT, KOTOphIE C TIOMOIIbIO HYKJIEO3UIKMHA3bI
npeBparaiorcs B Y MO wm LIM® B 06xox HapyIIeHHOH peaKIIni.

O6pa3oBaHMe fe30KCNPUOOHYKNeoTNA0B

OOBbIYHO BHYTPUKJIETOUHAS] KOHLEHTpALUs Ae30KCUPUOOHYKICOTUIOB OYEHb
HHM3Ka, HO B S-¢ha3y KJIETOYHOro LMKJIa OHa Bo3pacTaeT, odecrieunBast cuHte3 JHK
cyocrtpatamMu. B 00pa3zoBaHUM 1€30KCUPUOOHYKIIEOTUIOB YUaCTBYIOT Ba (DEPMEHT-
HBIX KOMIUIEKCA: pUOOHYKIEOTHAPEAYKTA3bI 1 THAMUAMIATCHHTASBI.

BoccranosneHne Bcex pHOOHYKJIEOTUIOB B JI€30KCUIIPOM3BOOHBIE KATaJIU3UPYET
PUOOHYKIEOTHAPEAYKTA3HbI KOMILIEKC, KOTOPBI BKITIOYAaeT COOCTBEHHO PHOOHY-
KJIeOTHIpeaAyKTa3y, Oe/0K-BOCCTAHOBUTEIb — THOPEAOKCHH U (epMEHT — THOpe-
JIOKCMHPeAYKTa3y, yJacTBYIOIIMI B pereHepaly THopeIoKcrHa ¢ momoiiibio NADPH
(puc. 10.34).
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Puc. 10.34. BocctaHoBneHne puboHykneosngampocsda-
TOB B [1€30KCUMPOV3BOAHbIE.

BocctaHoBuTENnem puboHykneotnaos B popme HOD asnserca Tmo-

pPefoKCuH, cynborapubHbIE rPyrnbl KOTOPOro OKUCIAIOTCA B XOAe

31OV peakummn. OKNCNEHHbIV TMOPELOKCUH BOCCTaHaBAMBAETCA TNO-
pepokcnHpeaykrasom ¢ yyactmem NADPH

PuboHykieoTuapenykraza — ayiocTepuyecKuil (pepMeHT, aKTUBHOCTh KOTOPOTO
3aBUCHUT OT KOHLEHTpauuu otaelbHbIX THT®D, npuuem 1ATD gBisieTcs MHTUOUTO-
POM BOCCTAaHOBJIEHUSI BCEX PUOOHYKIICOTUAOB. DTO OOCTOSITEIbCTBO OOBSICHSIET BO3-
HUKHOBEHHE TsDKEIEHINX (popM MMMYHOIeMHUIMTOB TIPU CHIDKEHUH aKTUBHOCTHU
¢depMeHTOB KaTaboim3Ma MypUHOB: aJAeHO3WHIAe3aMHHA3BI WU MyPHHHYKJIEO3U/I -
tdocdopunassr (cM. puc. 10.32). HegocratouHOCTh 3TUX (hepMEHTOB MPUBOIUT K Ha-
korieHuto B B- u T-mumdouutax tAT® n 1 TD, KoTopble auioCTepUUEeCKU WH-
ruoupyloT puboHykiaeotuapenykraszy u auinaiot JHK npegmecrBeHHukoB. CuHTE3
JHK cHmkaeTcs, ¥ KJI€TKU IEPECTAIOT IeIMThC.

CuHTe3 THUMHUIWIOBBIX HYKJICOTHIOB KaTaIM3UPYyeT TUMHUIUIATCHHTA3HBIN
KOMILIEKC, B KOTOPBI BXOASAT TUMHAMJIATCHHTA3A, KaTaJIM3UPYlOlIas BKIOUEHUE
OJIHOYTJIEPOJHOTO pajaukaia B MoJjekylry nYM®, muruapodonaarpeaykraza, ode-
crieynBarolnasa BoccraHosineHue H,-donarta B Hy-donar ¢ yuactuem NADPH, u ce-
puHOKcUMeTHIATpaHcdepasa, OCyILIECTBISAIONIAS MEPEHOC OKCUMETUIBHOMN TPYIIIBI
Cep Ha H,-donar ¢ o6paszosanrem N>, N!-metunen-H,-donara (puc. 10.35). B op-
ranu3Me yesoBeka 1Y M@ obpasyercs u3 nl1J1P myreM nedochoprimpoBaHus 1 IMO-
ClIeAyIolero ruApoJUTUIECKOTO Je3aMUHUPOBAHMUSI.

Cpenm «3amacHbIX» MyTeil CUHTe3a OIpeAeieHHOEe 3HaUeHNEe UMEIOT:

e TUMMUH(pOChOpUIIa3a, MpeBpalaias TAMUH B TUMUINH:

TumuH + Jle3okcupn6o3o-1-docdar — Tumunun + H;PO,;
e THUMUAMHKWHA3a, KaTaJusupyoias hochopuiupoBaHUe TUMUAIMHA!

Tumuausd + AT® — aTM® + A1D.
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THMIANAATCHHTASA
A¥YMD ATM®

NEN"yermaen- Hi-(oaat
Hy-poaar

Cepun-

oxenmernaTpancdepasa NADPH + H*

Fannnn NADP*

Jurnapodonar
peayKTasa

Cepun

H-thoaar

Puc. 10.35. CvHTe3 TUMUAUH-5"-MoHOdocdaTa.

TUMUBMNATCHTA3a He TONbKO MEPEHOCUT METUIEHOBYIO rpy My
N°N'%-meTuneH-H,-ponara B 5-e nonoxeHne NMPUMMANHOBOTO
ocHoBaHuA AYM®, HO 1 BOCCTaHABNMBAET €e B METUJIbHbIN pa-
AvKan, 3abvpas aBa atoma Bogopopaa oT H,-dponata, nostomy
BocronHeHvie 3anacoB N°N'°-metuneH-H,-donata Hyxpaercs
B paboTe elle ABYX GepMeHTOB: AurnapodonaTpenyKrasbl 1 ce-
pYHOKCUMETUNTPaHCchepasbl

Wcnonb3oBaHne NHIIMGMTOPOB CUHTE3a HYKNEOTUAOB
B KauecTBe NPOTUBOBMPYCHbIX 1 NPOTUBOONYXOJIeBbIX
npenapaToB

AHAJIOT a30THCTBIX OCHOBAHW, HYKJICO3UIOB W HYKJICOTHIOB IIMMPOKO MC-
MTOJTB3YIOTCS B MEIWIIMHCKOM TIpaKTHKE B KadeCTBE JIGKAPCTBEHHBIX IIPEITapaToB
(ta6:1. 10.3). OHu MoryT:

e MHIUMOMPOBATh OMpeneeHHbIe (PePMEHTHI, YYaCTBYIOIIME B CUHTE3€ HYKJICOTH -

JTIOB WU HYKJIEMHOBBIX KHUCJIOT;
e Bkiouarbes B pactymue nenu PHK wnu JIHK u octaHaBaMBaTh pocT LieTIeii.

Tabauya 10.3
HekoTopblie NpOTHBOOIYXO0JIeBbI€ ¥ IPOTHBOBUPYCHBIE MPENapaThl

Coeaunenust MexaHusm neicTBus O0acTh NpUMEHEHHUs
5-Dropypaiuia IIpeBpamaercs B pubo- u 1e30KcupruOoHy- JleueHne CoMMIHbIX
KJI€OTHUIbI, KOTOPbIE MHTMOUPYIOT TAMUIM-  OTTYXOJIei KeyiKa,
JIaTcuHTa3y U pocT merneit PHK KKT, MOJTIOUHOI ke~

JIE3bI, JICTKUX U IP.

Merotpekcar CTpyKTypHBII aHAJIOT (DOJTMEBOM KUCIOThI, XWMUOTEpaIiusi
MHTAOMpYyeT IUruapodoIaTpeayKrasy, Ha-  OIyXOJei
pyllIaeT CUHTE3 IIyPUHOBBIX HYKJIEOTUI0B
U npeBpaiieHue 1Y M® B i-TMD
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Coenunenus MexaHu3M aeicTBHs O6aacTb NpUMEHEHUs
Tuoryanun AHtumeTabonuT, Hapyiiaet cuHTe3 JJHK JleueHue ocTphIx Jeii-
1 MUTO3 B OTTyXOJIEBBIX KJIETKAX KO30B U XPOHUYECKO-

o MHUeNoJIeKo3a

ALIMKTIOBUD IIpeBpaiaercs B coorBercTBytonmii HT®  JleueHue repriecHbIX
(auMKIIOTyaHO3WH) M OCTaHaBIMBaeT CMHTe3 BupycHoi JIHK UHMEKIMit

LHunoBynun DochopmmpyroTces B KileTkax oprann3ma  Jleuenne CITM/]a
(anayor TMMUIMHA) ¢ obpazoBaHueM a1- HT®, MHrMOUpyIoT 06- 1 MpodUITaKTUKA WH-
3anpunUTa0VH (aHa-  PaTHYIO TPAHCKPUIITAa3y U OJIOKUPYIOT pe- ek1nii, BBI3BAaHHBIX
JIOT 2’-I-IIUTUAWHA)  TUIMKAIMIO BUpyca UMMYHOAE(UIINTA Ye- BHUY

JIOBEKa

KOHTpOﬂbeIe 3alaHNA, TeCTbl, 3agaun

3apaHuA

1. 3amonHuTe TAOIMILY.

XapakTepuCTHKA MPOTEOTUTHIECKUX (DEPMEHTOB KeTyT0YHO-KMIIEYHOTO TPAKTA

. Cnenu-
IIpodep- AKTHBHBII Mecto Il
MecTo cuHTE3a AKTHBATOP " ¢uuHOCTH
MEHT t¢depmenT  nmeiicTBHA .
JefCTBUS

Cinmzucras xeayaka
ITomxemymouHas xene3a

ToHKMI1 KUIIIEYHUK

2. YKaxuTe, KaKUMH (pepMeHTaMU OyIyT pacIIeTuIsIThCS TPOHYMEPOBaHHBIC TITI-
TUIHBIE CBSI3U B TICTITUJIC:

Bax — Cep — Tpu — Huc — Pen — Iy — Apr — Ama — Jleid
1 2 3 4 5 6 7 8

3. OOBsicHUTE, TTOYEMY T1OC/Ie OMepalluy IO YAaJIeHUIO OOJIbIIIe YacTH KelyIKa
rnepeBaprMBaHue OEJIKOB Y MALIMEHTOB CYIIECTBEHHO HE U3MEHSIETCS.

4. Harmummre p€akumn AE€3aMWHHNPOBaHUA FJTYTaMPIHOBOfI KHNCJIOThI, aJlJaHMHAa,
CE€puHa, TMCTUINHA. Ykaxure (bCpMCHTBI 1 TUIIbI A€3aMMWHNWPOBaAHUS.

5. 3arnonHuTe TaOIULLY.
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HyTI/I HCI0JIb30BAHNS 0€3230THOI0 OCTATKA AMHHOKHUCJIOT

I'mkorennbie I'mkokeToreHHbie Ketorennnie
AMHHOKHCJIOTBI AMHHOKHCJIOTBI AMHHOKHCJIOTBI

6. [Tpu 1IMTEIBHOM FOJIOAAHUY JJIs CMHTE3a TJII0KO3bl UCIIOJIb3YIOTCSI aMUHOKUC-
JoThl. [Toacunraiite, CKOJIBKO MOJIEH TITyTaAMUHOBOI KMCJIOTHI HEOOXOAUMO TSI CUH-
Te3a 1 MOoJISI INIIOKO3bI. YKaxKUTe 9HePreTUYecKMii 0ajaHC UCII0Jb30BaHUsI TIyTamaTa
B 3TOM Tporiecce. OTBET 000CHYITe, HAITMCAaB COOTBETCTBYIOIIIYIO CXEMY.

7. Paccuuraiite Boixog AT® nipu okucnenuu ananuHa 1o CO, u H,O. OteT 060-
CHYWTE COOTBETCTBYIOLIEI CXEMOIA.

8. AraHuH — 3aMeHuMasi aMUHOKMCIIOTa, W IJIST €€ CUHTEe3a MCIIOIb3YeTCs yIje-
pon rmoKo3bl. HammimmTe cxemy cuHTe3a alaHuHa. [TocienHion peakinio BKIToJe-
HUS aMIHOTPYIIITHI TIpeICcTaBETe (popMysTaMu. YKaxXuTe (pepMeHT B poJib KohepMeH-
Ta B 3TOI peakluMu.

9. 3amojHUTE TaOJIULLY.

Hapymenne o0Mena heHnIaTaHAHA W THPO3MHA

®epmenT, nedekT KoToporo  Peakmusi, KaTaausupyemast

3a0oaeBanne
MPUBOJUT K 3200J1€BAaHUIO nedekTHbIM (hepMEHTOM

10. 3amoyiHUTE TaOJIMLLY.

CuHTe3 1 OMoJI0rMYecKast po.Jib HEKOTOPBIX OMOTeHHBIX AMIUHOB

AMHHOKHCJIOTA-
buorennbie Peakuus Peakuuu
npeamecTBeH- DyHKIMH
AMHUHBI K CHHTE3a MHAKTHBALNHA

11. CucremaTusupyiiTe 3HaHUSI O QYHKIIMSIX HYKJIEOTUAOB. 17151 3TOTO 3aMOJIHUTE
TaOJIUILY, UCTIOJIb3Ysl CBENCHUSI O 3HAYEHU M HYKJIEOTUIOB B TPAHCAYKIIUU CUTHAJIOB,
CHHTEe3€¢ HYKJIEMHOBBIX KUCJIOT U OEJIKOB, PEryJIsIlUM ObIXaHusI, a TaKXKe B 00pa3oBa-
HUU YTJIEBOIOB, CJIOXHBIX JIMTTAIOB U aMUHOKMCIIOT.
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DyHKIMH HYKJIEOTHIOB H MX MPOU3BOIHBIX

Ne HykaeoTuap! u X NPOU3BOAHbBIE DyHKIun
ATO, ITO, YTO, LITO

JAT®, iT TO, nlITO, xTTD

NAD*, NADP?, FAD, HSKoA

S-aneHO3MIMETHIOHIH

TAM®, ulM®

VI®-rmokosa, LIIP-xommH

[ATO]/[AAD]

N N B W N

12. Hanumure CTPOCHUEC aJCHMHA M TUMHWHA N YKAaXXUTE IMPOUCXOXKIACHHNEC aTO-
MoB C 1 N B 3THX a30TUCTBIX OCHOBAHUSIX.

13. HanuiumTe nBe HavajbHBIE PETYISITOPHbBIC PEAKLIMA CUHTE3a IYPUHOBBIX HY-
KJIEOTUIOB ¢ oOpazoBaHMeM S-docdopudosmi-1-amuHa. Ykaxkute QepMeHTHI, MX
AKTHUBATOPBI U UHTUOUTOPHI.

14. BoinuiuuTe peryisipHble (hepMeHTbl METa0O0JMUeCKOro MyTH TpeBpalleHMs
MO B TM® 1 AMO®, ykaxxnTe X aKTUBATOPHI 1 HHTHOUTOPBI.

15. BuimmiuTe peryispHble (pepMEeHThI CUHTE3a IMMPUMUINHOBEIX HYKJIEOTUIOB
(1o obpazoBaHusg YM®). YkaxkuTe X aKTUBATOPbI U UHTUOUTOPHI.

16. CocraBsre TabnMILy, UCMOb3yst MH(popMaumio puc. 10.34, 10.35.

ITyTu cuHTe3a 1e30KCHPHOOHYKIEOTHIOB

Buocunres tAJI®, nI' T®, Buocunres

Ne KommnoneHnTsl peakimii AVI®, LD ATM®

1 Cy06cTpathl

2 MepMeHTHI

Jlonopsl H B peakiimsix BOCCTaHOBJICHHUS
Honop CH;-rpynbt

TectoBble 3apaHunA

1. BriOepuTe npaBUIIbHbIE OTBETHI

[NTonHOLEHHOCTH O€JIKa B MUTAHUU O0YCIOBJICHA:

A. IpucyrctBuemM Bcex 20 aMMHOKHUCIIOT.

b. CrtocoOHOCTBIO OEJIKOB IMUILM K PaCIIeIJICHUIO MO/ JeCTBUEM IIeTNITHIA3 Ke-
JIyIOYHO-KUIIIEYHOI'O TPaKTa.

B. Hanuuuem B OeJiKe MUILM BCeX He3aMEHMUMBbIX aMUHOKUCIIOT.
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I. IIutaHueM TOIbKO OeJIKaMU pacTUTEIBHOTO MPOMCXOXKICHMSI.
. TopsiakoM YepeaoBaHUsSI aMUHOKHUCIIOT B CTPYKTYpPE TTUIIEBBIX OCJTKOB.

2. BoiOepuTe npaBuJIbHbIi OTBET
3aMeHnMass aMUHOKUCIIOTA:

A. Tuctuou.

b. TuposuH.

B. MeTtuoHuH.

I. ITpoauH.

. JInzun.

3. BoiOepuTe npaBuibHbIE OTBETHI

ITosioXXUTENBbHBIN a30TUCTBIN OaTaHC BO3ZMOXEH:

A. Tlpu omHOOOpa3HOM MUTAHUU PACTUTEIbHBIMU OeIKaMMU.
b. B nepuon pocra pedbeHka.

B. I1pu oHKOJIOrMYEeCKUX 3a00JIEBAHUSIX.

I. B nepuon BEI3AOPOBICHUS TTOCIIE TSXKEIbIX 3a00J1eBaHUMA.
M. ITpu JIUTEIbHOM TOJIOJAHUM.

4. YcTaHOBUTE COOTBETCTBHE

DepMeHTDI Pacmennsior cB3b
A. TpuricuH. I....—®eH—X—...
b. XumotpuricuH. 2. —JIm3z—X—...
B. Ilenicun. 3....—X—Tup—...

[ AMuHoOMenTHIasa.
. KapbokcumenTtuaasa.

5. BeiOepuTe npaBUJIbHbIA OTBET

Peaxtmst TpaHcCaMUHUPOBaHNUS aMUHOKHUCIIOT:

A. Ilpoucxonut ¢ ydacTueM BUTaMUHa By,

b. HeoGpatuma.

B. Conpstxena ¢ cunte3oM ATO.

I Karanusupyercss NAD-3aBUCUMBIMU (hepMEHTaMMU.
. CompoBoxkaaeTcs oOpa3oBaHEM aMMUaKa

6. BoiOepuTe npaBuibHbIE OTBETHI

Peaxiinst TpaHcaMUHUPOBAHMSI aMUHOKKCJIOT OOeCIIeYnBaeT:
A. BxinioueHne BTOPOTO aToMa a30Ta B MOJIEKY/TY MOYEBUHBI.
b. CuHTte3 He3aMeHMMBIX aMUHOKHUCJIOT.

B. HauanpHpIit 5Tam Kataboan3Ma aMUHOKHCIIOT.

I' KoHeuHBbli1 3Tan CUMHTE3a 3aMEHUMBbIX AaMUHOKHUCIIOT.

J1. CuHTE3 HOBBIX KETOKHMCIIOT.
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7. BbiOepute npaBuibHbi€ OTBETHI

381

HJ’[H OKUCJIHUTEIBbHOTIO J1€3aMWHUPOBAaHUA aMUHOKHUCJIOT HeoOXOaMM BUTAMUH:

A. B,.
b. B;.
B. PP.
C. buotnH.

1.B,.

8. YcranosuTe cooTBETCTBHE
AMHHOKHCJIOTBI

A. TuctuauH.
b. ApruHuH.
B. HuctenH.
I. MetnoHuH.
. CepuH.

9. BoiOepuTe MpaBUIbHBIE OTBETHI
AMMMaK 00pa3yeTcst B peaKkIMsIX:

XapakTepucTHKa

1. 3ameHnmasg.

2. YcioBHO 3aMeHUMas.

3. HezameHumas.

A. Jle3aMUHUPOBAHUS a30THBIX OCHOBAHUIA.

b. TpancaMuHUpPOBaHUSI.

B. OxuciuteabHOro Ae3aMMHUpPOBaHMsI OMOr€HHBIX aMUHOB.
I. IlpeBpaiieHus riayraMyuHa B IiyTaMar.

. Ipespamenus @en B Tup.

10. YcTaHoBuTE COOTBETCTBHE

MeTa60JuThl OPHUTHHOBOTO IMKJIA

* %
NH, NH,
| |
(lj:NH ?:O
ll\IH ll\lH
|CH2 %Hz
N I
CH, iy

HC—NH, HC—NH,
COOH COOH

A b

NH, COOH
sk |
C=N—CH
NH éHz
CH, oon
o
o
HE— N,
COOH
}
B
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Ha3Banue

1. AprMHMHOCYKIIMHAT.
2. HutpynuH.

3. ApruHMH.

11. YcranoBure COOTBETCTBHE

MeTa00auThl OPHUTHHOBOrO IMKJIA ((hopMyJibl 3agaHus 10)
Ha3Banue

1. MoueBuHa.

2. OpHUTHUH.

3. ApruHMH.

12a. YcraHoBHTE COOTBETCTBHE
OpHUTHHOBBIN THKJI

€O, NH,
— Ry H,0 |
CO, NH, fZNH
I‘\IH
iy
iy
i
H(‘:—NH;
(elolon
iy
iy
L, El
\ Co0~
HC—NH,*
\ H,N—CH
€00~ \
CH

COO~
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®DepmeHThI (B cxeMe 0003HAYEHBI OYKBAMM )
1. ApruHa3a.

2. AprMHMHOCYKIIMHATCUHTETa3a.

3. KapbamonndocdarcuHreTasa.

126. YcTaHoBHUTE COOTBETCTBHUE
OpHUTHHOBBII MK (cxeMa 3amaHus 12a)
®epmeHTHI (B cxeMe 0003HAYCHBI OYKBAMM )
1. AprMHMHOCYKYLIMHATIMA3a.

2. OpHuTHKapOoMouMaTpaHcdepasa.

3. ApruHasa.

12B. YcTaHOBHTE COOTBETCTBHE
OpHUTHHOBBIN MKJI (CxeMa 3ajaHust 12a)

XapakTepucTuKa peakuuii (B cxeMe 0003HauUeHbI OyKBaMM )
1. ITpoucxoauT BKJIIOUEHUE BTOPOTO aTOMa a30Ta B MOJIEKYJTy MOYEBUHBI.
2. [TpoayKT peakiuu TPaHCIIOPTUPYETCS B MUTOXOHAPUU.

3. ITpoucxoauT UCIOJIb30BaHMe ABYX MOaeKyJ1 AT®D.

13. BriOepuTe nMpaBUIIbHbIE OTBETHI

TokcHYHOCTh aMMHaKa CBsI3aHa C:

A. CHMXXEeHHEeM KOHLIEHTpaluu o.-KeTorayTapara.

b. CHMXeHHEeM CKOPOCTH LIMTPATHOTO LIMKJIA.

B. Hapymenunem TpaHcaMUHUPOBaHUSI aMUHOKMCJIOT.

I. CHuxeHueM KOHILIEHTpallMy cyocTpaTa Il CHHTE3a Y-aMUHOMACSTHOM

KWCJIOTHI.
J. HapyiieHuem paboThl MOHHBIX KAHAJIOB.

14. Bribepurte npaBuJibHbIE OTBETHI

IlepBUUHBIMU JOHOPAMU OTHOYTJIEPOAHBIX (DPArMEHTOB SIBJISIIOTCSI:

A. Banun.
b. [IimnuA.
B. Ilyramar.
I. CepuH.
J. LHuctenH.

15. YcranoBute COOTBETCTBHE
A. H,-donar.

b. Metnnen-H,-donar.

B. Metun-H,-donar.

I[. ®opmun-H,-donat.

A. Merennn-H,-donar.

383
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1. Jonop rpynnel — CH; — B pereHepalilii METUOHMHA U3 TOMOLIUCTENHA.

2. AKLENTOp OAHOYIJIEpOAHOro ¢hparMeHTa B peakliuyd oOpa3oBaHUs TJIWIIMHA
13 ceprHa.

3. IlpooykT peakuuy Kataboau3Ma IJIUIHA.

16. BoiOepuTe NpaBUIbHBIE OTBETHI

Peaximmu MeTIMpOBaHUS UCTIONB3YIOTCS B TIpoIiecce:
A. Cuntesa SAM.

b. O6e3BpexxnBaHUSI TOKCUYSCKHUX METa0OJIUTOB.

B. Cunre3a kapHUTHHA.

I. MMHakTHBaLIMK JIEKApCTB.

M. IlpeBpallieHUs1 HOpagpeHaJIMHa B aApeHaIH.

17. BpinoJiHMTE MOC/IEI0BATENbHOE 32/ IaHIE

a) 6 peakuuu UOPOKCUNUPOBAHUSL (DeHUNANAHUHA 00PA3YemC:
A. @ymapar.

b. AueToarierar.

B. Tupo3uH.

I. ®enunnupysar.

. @eHuIIakTarT;

0) noayuenHslli NPOOYKM 8 KAeMKAX HEPBHOL MKAHU NPeepaAulaemcs 6:
A. MenaHUHBL.

b. dodamuH.

B. Anpenanu.

I CepoTOHUH.

. y-aMUHOMACIISTHYIO KUCTIOTY;

B) npu Hedocmamkie 3mo20 8euecmed 8 YepHoll CyOCmanyuy Mo3ed pa3eusaemcs.
A. OeHUIIKETOHYPUSI.

b. AnkanToHypusl.

B. [TapkuHCcOHU3M.

I. A1b0uHMU3M.

. HIuzodpenus,

') 045 1e4enus 3moeo 3a001e6aHUSI peKOMeHDYemcs:

A. Tlpenapatsl ponreBOt KUCIOTHI.

b. ManoGenkoBas aueTa.

B. Uuruouropst MAO.

I. CynwsanunamMuaHblie mpenapaThl.

M. Ilpenaparsl nodpamuHa.
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18. YcranoBure cooTBETCTBHUSA
Buorennbie aMuHBI AMHMHOKHCJIOTA-TIPEIIIECTBEHHUK

A. CepoTOHUH. 1. I'myramar.
Bb. ALIeTUIIXOINH. 2. Tpuniroda.
B. TAMK. 3. Tupo3uH.

I. Tucramun.

M. DodpamuH.

19. BeinosiHuTE MOC/IEI0BATENbHOE 3a1aHIE
He3amMeHUMAasi AMUHOKUCAOMA:
. AsaHuu.
. MeTnoHuH.
. IuctuouH.
LucTtenH.
. CepuH;
AKMUBHAs opma 0aHHOU AMUHOKUCAOMbL NPUHUMAEM Y4aACmUe 8 PeaKyuu:
. TpancMeTuIMpOBaHUSI.
. Jle3aMUHUpPOBaHMUSI.
. TpaHCaMUHUPOBAHMUSI.
HernnpupoBaHusl.
. ®ochopunupoBaHus;
NPOOYKMOM YKA3AHHOU PeaKyull s18A51emcsi:
. ucrenH.
. Cepum.
. TpeoHuH.
KapHuTtuH.
. Tupo3sumn;
2MO coeduHeHue yuacmeyem 8.
. TpaHCTIOpTE XXUPHBIX KUCTIOT Yepe3 MeMOpaHy MUTOXOHIPUIA.
. O6pazoBaHuu KkpeatruHdocdara B MbIIIILIAX.
. MHakTuBauuu MeTaboJUTOB U JIEKAPCTBEHHBIX BEILIECTB.
Ilepenoce Bogopoaa uepe3 MeMOpaHy MUTOXOHIPUIA.
. Cunre3se godamuHa;
Il) HapyuleHue 0aHHO20 NPOUecca Modceim NPUBeCmU K:
A. Tlomarpe.
b. TunosHepreTMYECKM COCTOSTHUSIM.
B. Hapymenuto cunrtesa TAT.
[ ®eHUIKETOHYPUU.
. bonesnu IMapkuHcoHa.

HErowmo o oawo

[o+]
~

HFOoworpZEHOm 1>
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20. YcraHoBuTE COOTBETCTBHE
Peakuuu cuHTE3a MypPUHOBBIX PUOOHYKJICOTHIOB IOIMOJTHUTE HETOCTAIOLINMU
KOMITOHEHTaMU, KOTOPbIE 0003HAYEHBI OyKBaMMU.

A. ThH. 1. OPAD + ? — 5-dpochopubo3ui-1-aMuH.
b. AneHun0oCyKIIMHAT. 2. UMD + Acn + I'T® — ? + T1D + Pi.

B. Iny. 3. Pu6o3o-5-¢ + AT® — ? + AMO®.

I. OPOD.

. ATO.

21. YcTaHOBUTE COOTBETCTBHE

DepmMeHTHI KATA00IN3MA

Peakuun
MyPUHOBBIX HYKJICOTH/IOB
A. Kcantunokcumasa. 1. O6pazoBaHue ageHO3MHA U3 AMO.
b. Iyanasa. 2. BBeneHue ruipOKCUIbLHOI TPYIIbI
B. Ilypunnaykneosuapochopmiasza. B C¢-1oJI0KEHME TTYPUHOBOTO KOJTBLIA.
I. AmeHo3uHae3aMuHa3a. 3. IlpeBpalleHue HyKJIeO3uaa B a30TH -
J. Hykneortunasa. CTO€ OCHOBaHMUE.

22. BoibepuTe npaBujibHbIE OTBETHI

Kcantnaokcumasa:

A. Conepxxut B paboueil yactu (pepMeHTa Ipon3BogHoe ButamMmuHa PP.

b. Karanusupyer peakiimu, B KOTOPbIX OTHUM U3 NPORYKTOB fABisgeTcsa H,0,.

B. O6nanaet abconoTHOM cielIu(PUUHOCTHIO K CyOCTpaTy.

I Mcrnoab3yer B KauecTBe CyOCTpaTa — rMMNOKCAHTUH, KOTOPBII paCTBOPUM XYXKe,
yeM MoueBasi KUCIOTa.

. Katanusupyer aBe mocieaoBaTe/ibHble HeoOpaTUMble peakluu 00pa3oBaHMS
MOYEBOI KMCIIOTBI.

23. BbInoJiHUTE MOCJIe0BATEIbHOE 3aIaHNE

a) 00HuM u3 cyocmpamos cunmesa YM® seasemcs:
A. AcmmaparuH.

b. InyramuH.

B. Ananun.

I. Aprunus;

0) 6blOpaHHAs AMUHOKUCAOMA 6CMYNAEem 8 PeaKyuio 00pa3oeaHus:
A. 5-dpochopudosui-1-nudocdara.

b. UHo3uH-5-MoHodochara.

B. Kapbamoundocdara.

I Pu6o3o-5-dpocdara;
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B) 9MO0 euecmeao nocaedosamenbHo no08epeaencs:

A. KoHzeHcalmuy ¢ acraparuiHOBOM KUCIOTOM, eruapaTaliu, 1eruaApupoBaHuIo.
b. JleruapupoBaH1io, KOHAEHCALIMU C aclTapariHOBOM KUCJIOTOM, AeTUIpaTalluu.
B. JleruapaTauuu, KOHAEHCALUMU C acllaparMHOBOU KMCIOTOM, JETUAPUPOBAHUIO.
I KonpaeHcamuu ¢ acriapariHOBO# KUCIOTOM, IeruaApUpOBaHUIO, NeTuapaTalui;
T) 8 pe3yabmame 0bpazyemcs c60000H0e NUPUMUOUHOB0E OCHOBAHUE:

A. VYpauun.

b. lluto3uH.

B. TumwuH.

I. Oporar;

1) npu NOBbIUEHUYU KOHUESHMPAYUU 8 OP2AHU3ME 3020 OCHOBAHUS PA36UBACHICA:

A. Tloparpa.

b. Cunapowm Jlema—HaiixaHa.

B. Oporaumnaypusi.

I. Tunepypukemus.

24. Boi0epuTe NpaBUIbHBIE OTBETHI

s kapoamomiocdarcunrerassl 11 B cocraBe KAJl-¢depMmeHTa XapakTepHO, 4TO:

A. @epMeHT JIOKAJIM30BaH B IIMTO30JI¢ KJIETOK.

b. Cybcrpatamu KOC 11 siBisitorest CO,, NH; 1 nBe Mmonekyibt ATD.

B. IIpoaykT peakiun — KapdamouadocdaTr — sIBIsIeTCS] MAaKPOIPTUUECKUM CO-
eIMHEHUEM.

I. ®epMeHT KaTaau3upyeT 00paTUMYIO PEAKIIHIO.

JI. OTHOCHUTCS K KJ1accy TpaHcdepas.

25. BoeiOepuTe npaBuJibHbIA OTBET

KomMmnonentom PHP-koMIIiekca, y9acTBYIOIIMM B BOCCTAHOBJICHUW TMAPOKCUITb-
Hoii rpynibl B C,-niosioxxeHun pu6o3sl HAD, ssnsercst:

A. HAJIH.

b. HAJI®H.

B. TuopenokcuH.

I. TuopenokcuHpenyKTasa.

1. ®ATH,.

26. Boi0epuTe MpaBUIbHBIE OTBETHI

B npespameruu 1YM® B 1TM @ y4acTBYIOT caenyomue GepMeHTHI:
A. TumMuaMIaTCUHTA3A.

b. lurnapodonarpenykrasa.

B. ®ocdaraza.

I aIM®-pe3amuHaza.

J. CepuHrnapokcuMmeTUiITpaHcepasa.
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27. YcTaHOBHTE COOTBETCTBHE

Hurunoupyembie peakuun IIpoTHBOOMyX0JIeBbIe MPpenapaThi
A. O6pazoBanue 1TM® us nYMO®. 1. AnukioBup.
B. O6pazosanue tAJ1D uz AJ1D. 2. 5-dTopypanu.
B. BoccraHoBIIeHME THOPEIOKCHUHA. 3. MeToTpekcar.

I[. O6paszoBanue H,-donara us H,-donara.
J1. Permmukanusg supycHoit JJTHK.

28. Boi0oepuTe NpaBUIbHBIE OTBETHI

AHajioru (hoJMeBOi KUCIOTHI SBJSIIOTCS MOLIHBIMU MHTMOUTOpaMU TpoJudepa-
LIMY, TaK KaK OHMU:

A. SBAs0TCS KOHKYPEHTHBIMU MHTUOUTOPAaMU AUTUAPOGOJaTPEAYKTa3HhI.

b. Hapyiiaior cuHTe3 IypuMHOBOTO KOJIb1IA.

B. Maruoupytor npeBpaiierue 1Y M® B i1 TMOD.

I Cauxatot oopazoBanue AM® u TM® uz UMO.

. Hapymatot nipespatienvie YT® B LITD.

29. YcTaHOBHTE COOTBETCTBHE

Cxema cunre3a LIT® KomnounenTsl nponecca
1 1 12 A. HM®-xuHasza.
YMQDL YL[QDL YTCD\}—*—> UTD b. HI®-kuHaz3a.
3 B. HT®-cunrerasa.

I. TnyramuH.

. ATD.
30a. YcTaHOBHTE COOTBETCTBHE
Cxema 00pa30BaHHUS MOYEBOiIl KHCJIOTHI
A
Hykneotnpasa Hykneotnpasa

AM¢7T> AneHo3uH lNyaHO3uH <7i I
H,PO,

H,0 H,PO, Hz(i>5 PuG ) g HPO, HO
noo30-

NHs 1-pocoar
WHO3uH r

H,PO, H,0
B r

A> NH3/
Pn60o3o-1-docdar
'MmnokcaHtTUH — — » KcaHTuH

yaHuH

HO%0, H0, MO~ n
02

H,0, y
Mouesas kucnora
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DepMeHThI

1. Kcantunokcumasa.

2. IlypunHykieosuadocdopuiasza.
3. AleHO3MHIe3aM1HAa3Aa.

306. YcTaHoBHTE COOTBETCTBHE

Cxema o0pa3oBaHHs MOYEBOiT KHCJIOTHI (cxema 3agaHust 30a)
XapakTepucTHKa peaKknuii

1. PacieruieHue Hykieo3nnos ¢ yuactueM H;PO,.

2. Inpponurnyeckoe oTierieHue gocdara.

3. TumponuTHueckoe Ae3aMUHUPOBaHKE ¢ 0Opa30BaHMEM KCaHTUHA.

30B. YcTaHOBHTE COOTBETCTBHE

Cxema 00pa3oBaHHs MOYEBOiT KHCJIOTHI (cxema 3amanus 30a)

XapakTepucTHKa peaKknuii

1. Pacmeruienne N-TIUKO3UIHOU CBSI3U ¢ 00pa30BaHUEM a30TUCTBIX OCHOBAaHUA.
2. OkuciIeHue cyocTpaToB a3pOOHOI OKCUIOPEIYKTA30M.

3. Ingponutuyeckoe Ae3aMUHUPOBaHUE HYKJICO31Ia.

31. BoiOepuTe mpaBUIbHBIE OTBETHI

HenocrarouHocTh Kakux (hepMEHTOB KaTaboJIM3Ma MyPUHOBBIX HYKJI€OTUIOB Bbl-
3bIBa€T UMMYHOIE(MUIINTHI:

A. Hyxkiotuaasa.

b. AneHo3uHae3amMuHa3za.

B. Ilypunnykieosuadochopuiasza.

I. Iyanasa.

. KcantnHokcumasa.

32. BoiOepuTe NpaBUJIbHbBIi OTBET
751 tedeHus moaarpbl MCIOJIb3YIOT:
A. MeroTpekcar.

b. Ypunun.

B. Annonypunon.

I. AumkioBup.

. TuoryaHuH.

3agaun

1. KBammopkop — 3abojeBaHue, CBSI3aHHOE C TsKeaoi auctpodueit. bonesHpb
00BIYHO BO3HUKaeT y AeTelt 1—4 netr. HazBaHue 60J1€3HU MPOU3OLIIO OT OAHOTO U3
SI3BIKOB TTOOEpeXbsl [AHBI M OYKBAJIIbHO O3HAYaAET «IepBbIli-BTOpOi». [TomoOdHOe Ha-
3BaHME CBSI3aHO C TE€M, YTO POXIAEHHOTO peOeHKa cHayajga KOPMST TPYAHBIM MO-
JIOKOM, HO 3aTe€M €ro OTJIy4yaloT OT IPyIUd B CBSI3U C POXIEHUEM BTOPOTO PEOEHKA.
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«OTBepTrHYTOrO» MaJblllla MePEeBOAIT Ha TUETY, COCTOSIIIYI0 B OCHOBHOM M3 TIPOIYK-
TOB PACTUTEIHLHOTO TPOMCXOXKICHMS, XapaKTepHYIO IS CTpaH, TIe pacipocTpaHe-
HO 3T0 3abojeBaHre. KBallimopKop COMpoBOXIAETCS 3aAePXKKOI pocTa U pa3BUTHS,
aHeMHUel, mopaxeHWeM IMeueHu, MoveK. Y aeTeil HErpouIHOMN pachl BOJOCHI MPUOO-
pEeTaloT KPacHO-KOPUYHEBBIN OTTeHOK. OObSICHUTE MPUUMHY Pa3BUTUS TOTO 3a00-
JneBaHus. J11s 3Toro:
a) YKaXUTe, YeM olpejessieTcs OMosiornyeckast IeHHOCThb O€JIKOB MUILIK;
0) TIepeIncInNTe KOMITIOHEHTHI MUIIEBBIX OETKOB, Ne(MUIIUT KOTOPHIX MPUBOIUT
K pa3BUTHIO 3a00JIeBaHUS;
B) OOBSICHUTE, YTO O3HAYaeT TEPMUH a30THBIM OajaHC OopraHM3Ma U Kakoe ero
3HAYEeHUE XapaKTEePHO IS 9TOrO 3a00JIeBaHusI;
I') OPUBEIUTE IYTU JIEYEHUSI U MEPBI TIO MPENYPEXIESHUIO 3TOrO 3a00J€BaHUS.

2. OmMemnpa3on (pabeHIIpa3oi U Ip.) — Mpenaparhl, IIMPOKO UCTIOIb3yeMble B ra-
CTPOSHTEPOJIOT UM, ABIAIOTC HeoOpaTUMBIMKA MHronTopamMu H K" -AT®asnl MmeM-
OpaHbl MapueTalIbHbIX KIETOK Xeayaka. OObsICHUTE MeXaHU3M JIeYeOHOTo AeiCTBUS
5TUX MPENnapaTroB, HA3HAYAEMbIX MIPU TUIIEPALIMIHOM racTPUTE, A3BEHHON 0OJE3HU
JIBEHAIIATUIICPCTHOM KUIIKHY U Xeaynka. st aToro:
a) yKaXuTe Crioco0 TpaHCITOPTa IIPOTOHOB M3 KJIETOK XKETyIKa B ITOJIOCTh M TPAHC-
IIOpTa MOHOB XJI0pa 13 KpoBu Ipu odopazoBanumn HCI;

6) ormumure ¢pyukmn H K" -AT®aswr;

B) oObsicHUTe 3HaueHue pH cpenbl 1t GyHKIIMOHUPOBaHUS (hepMeHTa KJIETOK
KeTyaKa.

3. [unepaMMOHUEMMUST — 3TO COCTOSTHUE, CBSI3AHHOE C TTOBBILLIEHUEM COIePXKaHUS
aMMHaKa B KPOBU, BbI3BAHHOE HAPYIIEHUSIMU €ro yTIIN3aluu. [10BBIIIICHHBIC KOH-
LeHTPAI aMMHaKa BI3bIBACT TUTTOKCUIO, TUTTOSHEPTETUYECKIE COCTOSTHHS, Hapy-
LIEHWST TPOBEICHMS HEPBHBIX UMITYJICOB. OCOOEHHO CUITbHO TOKCUYECKOE IeCTBIE
aMmuaka rnposisisiercst Ha LIHC: Bo3HHUKaOT 00MOPOKU, CyaI0pPOTH, TPEMOP, TOIITHO-
Ta, PBOTA, a B TSIKEJBIX CJTydasiX U KOMa.
s neyeHus TUIIEpaMMOHUEMUY ITPUMEHSIETCS OeH30MHas KMUCIIoTa, KOTopas,
B3aMMOJECMCTBYS C TJUILMHOM, 00pa3yeT TUIIITYPOBYIO KUCIOTY — IPOIYKT BBIBO-
IUMBIT M3 opraHu3Ma ¢ Modoii. OObsICHUTE, TToYeMy OOpa3oBaHUE THUIITYPOBOI
KHCJIOTHI CITIOCOOCTBYET YMEHBIICHUIO COlepKaHUs aMMuaka. s o0ocHOBaHUS
oTBeTa:
a) MepeuymrcInuTe UCTOYHUKM aMMHUaKa B OpraHu3Me, HAlMIINUTe TPUMEPhI peak-
LI 00pa30BaHUS aMMUAKa M YKAXKUTE YT €ro 00e3BpeXUBaHUS B HOPME;

0) yKaxXuTe MIPUYNHBI IPOSIBIICHU TOKCMYHOCTA aMMUAaKa Ipy TUrepaMMOHIe-
MMUSIX;

B) HaNUWIINTE peakIINio CUHTE3a IIIUIIMHA 1 eT0 KaTaboIm3Ma 1 O0BbICHUTE, TT0Ye-
MY B3aMMOJIEICTBUE ero ¢ OEH30MHOI KUCIOTOM CITOCOOCTBYET YMEHBILIEHUIO
colepKaHUsS aMMUaKa.
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4. Ipu OCTPBIX OTPABICHUSIX, COMPOBOXKIAIOIINXCS TTOpaXKeHNEM (DYHKIIMH Tie-
YeHU, MeINKAMEHTO3HasI Tepallisl HallpaBjieHa Ha YMEHbIIEHUE TUTIepAMMOHUEMU I
1 KOppeKInio MeTabonmuyeckoro ankanosa. C 3Toi 1LIeJIbI0 MCIIOIB3YIOT IIpernapar
rera-mepl, IpeaCcTaBIsIOIINII KOMITJIEKC OpHUTMHA M acrapTaTa, KOTOPBIi B K-
LIeYHUKE pacragaeTcs Ha JBa COCTABJISIONIMX €r0 KOMIIOHEHTa. DTU KOMITOHEHTHI
U TIPOSIBJISIIOT B MeYeHU JeuebHoe neiictBue. OObSICHUTE MEXaHU3M CHUKECHMS TH-
IepaMMOHUEMUN U KOPPEKLIMKA META0OJIMUECKOTrO aKalio3a ¢ MOMOIIbIO IpernapaTa
rena-mepi. /s oTBeTa:

a) IIpUBeINTe peaKLu 00e3BpeXKMBaHMs aMMHUaKa;

0) onuIINTEe MPUYNHBI TOKCMYHOCTY aMMHUaKa IIpY TUIepaMMOHUEMUH;

B) OOBSICHUTE, ITOYEMY IIpU TMIIEpaMMOHMEMUU HEOOXOIMMO KOPPEKTHPOBATH

MeTabOoIMUYECKMIA aJIKalo3, U OTBETHTE Ha BOIIPOC 3a1a4ul.

5. AcmmaptaM — HMCKYCCTBEHHBII TTOICIACTUTENh, 3aMEHUTENh caxapa (ITHIIeBas
no6aBka E951). OH BbIlycKaeTcsl Mo pa3TuYHbIMU TOPTOBbIMU MapKaMM KakK OT-
JIeJIbHO, TaK U B COCTaBe CMecell caxapozaMeHuTeeil. BXomuT B cocTaB MpUMeEpHO
6000 pa3IMYHBIX BUIOB MPOMYKTOB, YaCTO MCIIOJIb3YeTCsS B AUETUYSCKMX HAITUTKAX
1 HE COAEPXKAIMX caxapa >KeBaTeJIbHBIX PE3MHKaX.

ITo xuMu4YecKOMy CTPOESHHUIO acrapTaM — 3TO METWIOBBINM 3¢Up AUIIENITUAA, 00-
Pa30BaHHOIO U3 acrnaprara 1 (peHuIaIaHUHA.

Xumunueckasi hopMyJia acraprama:

0]

H,N
0—CH,

OH

B opranusmMe yesnoBeka acnaptaM pacrajnaeTcd Ha (peHuJalaHWH, acraparuHo-
BYIO KMCJIOTY U METUJIOBBIM cUpT. B maHHOEe Bpems cylllecTByeT TpeOOBaHME: Ha
BCEX MPOJyKTax B IepeuyHe cocTaBa 00s3aTeIbHO JOIXKHO OBbITh YKa3aHO HaJIW4YKue
acnaprama. Oco0eHHO BaxXHO 3TO JJIsI 0OJbHBIX (heHUJIKeToHypuei. OObsICHUTE,
rnouemy.

JI1st oTBETa HA BOMPOC:

a) mpuBeIUTe MPUUYMHY 3a0ojeBaHusl GeHunaketonypueit (OPKY). Ykaxure, ne-
¢ekT Kakoro depmeHTa Habmogaerca rpu ®KY. Hanummre peakiuio, Karta-
JIU3UPYEMYIO O3TUM (DEPMEHTOM;

0) HanMUIIMTEe aJbTePHATUBHBIN TMyTh MpeBpalleHus] (peHuIalaHruHa, XapaKTep-
woIii 1t @KY, 1 ykaxkuTe aHoMaIbHBIE TIPON3BOAHBIE (DeHMIIATaHHA, KOTO-
pble HaKarIMBarTCsl B KpoBU 00JIbHBIX DKY.
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6. IMoxunoit My>xurMHa oOpaTUJICS K Bpauy ¢ XajobaMu Ha aKWHE3UI0 (CKOBaH-
HOCTb JBVIKEHUI), PUTUIHOCTh (HAIpsKEHUE MBIIII), TpeMOop (HEIPOU3BOJbHOE
IpoxkaHue) u penpeccuto. O0bsICHUTE HAOIIOaeMble CUMITTOMBI. {7151 3TOTO:

a) Ha3oBHUTE 3a00JieBaHUE, CBSI3aHHOE C STUMU CUMIITOMaMU, U HalUIIIUTE peak-
1110, OJJOKMPOBaHNWE KOTOPOU MPUBOAUT K JAaHHOMY 3a00JI€BAaHUIO; YKAXKUTE
(hepMeHT U KopepMEHTHI;

0) ykaxuTe (PyHKIIMU IPOIYyKTa HAITMCAHHOM peaKIlIMU B HOPME U OObSICHUTE, T10-
yeMy ero 1e(ULUT MPUBOAUT K 3a00J1€BAHUIO;

B) OOBSICHUTE TIPUUMHY JAETIPECCUBHOTO COCTOSIHMS Y TIALIMEHTA;

I) YKaXWTe MYTU JICYEHUs BTOTO 3a00JieBaHMsI, HA30BUTE IIperaparhl, KOTOPhIE
MOTYT O00JIETYUTh COCTOSIHHE OOJIBHOTO, U OOBSICHUTE MEXaHWU3M UX AeHCTBUS.

7. Y HOBOPOXIEHHOI NEBOUYKHU B pOJIOME OOHAPYXKMJIM TEMHbIE TISITHA Ha TIeJICH-
kax. [TpoBeaeHHOE 00Ocaen0BaHUE TTOKA3aJIO TTOBBIIIEHWE COAEPXKAHUS B MOUE TOMO-
TEHTU3MHOBOM KUCJIOTHI U €€ MPOAYyKTa OKUCIEHUsT — aJIkaToOHa (XMHOHOBBIN TO-
Judenon). Bpau o0bICHWIT poAUTENSIM, UTO 3TO PAaHHUM MTPU3HAK HACAEACTBEHHOIO
3a00JIeBaHMSI, BIIOJIHE COBMECTUMOTO € XXKU3HbI0. Ho mosxe (mpuMepHo K 30 romam)
BCJIEICTBUE OTJIOXKEHMUSI aJIKalITOHA MOTYT MOSIBUTHCSI TIMTMEHTALIUSI CKJIEP, YIIHBIX
PAaKOBMH, TIPU3HAKU MOPaXEHUSI OMOPHO-ABUTATEIbHOIO anmnapara. PaaukaibHOTro
JIeYEHUSI ATOTO 3a00JI€BaHUS HET, a CUMIITOMAaTUYECKOE JIeUEHUE BKJIIOYAET OCOOYIO
JUETY Y UCIOJb30BaHUE OOJIBIINX 103 aCKOPOMHOBOM KMCIOTHI. OmnpeaeauTe, o Ka-
KOM 3a00j1eBaHUM UJET peub. OObSICHUTE MPUYMHY €r0 PA3BUTHSI U MEXaHU3M Jieueo-
HOTO ACHCTBUST aCKOPOMHOBOM KUCTOTHI. [[J1s1 3TOTO:

a) YKaXuTe, ¢ HapyllIeHUeM MeTaboJM3Ma KaKoil aMUHOKHWCIIOTHI CBSI3aHO OMU-

caHHOe 3a00JIeBaHNE;

0) HamUIIUTEe CXeMy METa0oIM3Ma 3TOIl aMUHOKUCIIOTHI, YKaXuTe (hepMeHT, 1e-
(GULIUT KOTOPOro UMeeT MECTO B ONMCAHHOM 3a00JIeBaHUM; HA30BUTE 3TO 3a-
OoseBaHuE;

B) OOBSICHUTE, KaKMe OTrpaHUYEHUS] B IMETe MOXHO PEKOMEHIOBAaThb M MOUYEeMY
npenapaThl aCKOPOMHOBOI KUCIOTHI OKa3bIBAIOT JieueOHOE AeiiCTBUE.

8. KiimHrYecKuMHM TIpOSIBICHUSIMM aTbOMHU3MA SIBJISTIOTCS: OyieHas KOXa, 1IBET
BOJIOC OT O€JIOro /10 XKEeJTOr0, 3pauykKu, KaXyllIuecss KpaCHbIMU, JIETKO MOBpexXaato-
111asiCsl COJIHEYHBIMU JIydaMu Koxa. MOryT Takxke BO3HUKAThb IPO0JIeMbl CO 3peHUEM
(61130pyKOCTh, KOcornasue). Ha Koxe MOTryT MOsIBISIThCS PeapakoBble 00pa3oBa-
Hus. OObSICHUTE MPUYMHY HaOJr0AaeMbIX MposiBleHuit. JIisi 000CHOBaHUS OTBETa
HaIlMIIMTE CXEMY METa00JIMYECKOTO MTyTH, HAPYLLIEHUE KOTOPOTO MPUBOJUT K albOu-
HU3MY.

9. Jlnst 60e3HM ANbIIreiiMepa XapaKTepHO CHIDKEHHE YPOBHS HEHPOMEINAaTOPOB,
ocobeHHO anetwixoirHa. C 1eNbio JIedeHUs 60JIe3HN AJTbIITeliMepa JIETKOM 1 cpeli-
He TSDKECTH TTPUMEHSTIOT HHTMOUTOPHI alleTUIIXOJMHACTePa3bl, KOTOPHIE TPOHUKAIOT
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yepe3 reMaTosHleamyeckuii 0apbep Mo3ra, Takyde Kak rajaHTaMuH, (U3UOCTUT-
MUH (pUBacTUIrMMH). [aJaHTaMUH — ajIKajJou, BIIEPBBIC BbIACICHHBINA U3 KIyOHEl
TTOACHEXHUKA. [aaHTaMuH U (PU3MOCTUTMUM TI0 XUMHUUYECKOM TMPUPONIEe OTHOCSITCS
K TpeTUYHbIM aMuHaM. CTpoeHre PU3MoCTUrMuHa:

0
CH, O\‘(
_NH
\ H,C
Hy 1|\]

OOBsICHUTE MEXaHU3M JIeueOHOro ASMCTBUS yKa3aHHBIX ITpernapaToB. st aToro:

a) yKaxkuTe, Kakasg aMUHOKHCIIOTA SIBISIETCST TIPEAIIeCTBEHHUKOM IS CHHTE3a
alleTWIXOJIMHA, HAITUMIIUTE PeaklUIo ero CUHTEe3a;

0) HaMUIIMTE peakluio, KaTAIM3UPYEMYIO alleTUIXOJMHACTEPa30il; yKaKuTe ee
3HaYeHUE;

B) OIpeneuTe, Mo KaKoMy MeXaHU3My MHITMOMPYIOT alleTUIXOJMHACTepa3y yKa-
3aHHBIC B 3aa4¢ MHTUOUTOPHI.

10. M3BecTHO, 4TO [UTS JIeYeHUsI CE30HHBIX AETIPECCUil YacTO TTPUMEHSTIOT aHTH-
JIETIPECCAHTHI PACTUTEIBHOTO MIPOUCXOKICHUS, TaK1e KaK 3Bep0o00i TIPOIBIPSIBICH-
Hbuiii. [IpenapaThbl U3 3Bepo00sT cCOUeTAIOT B cebe AelicTBUE cpa3y HEeCKOJbKUX (hap-
MAaKOJIOTMYECKUX TPYIII aHTUAEIIpeccaHToB. Tak, HarpuMep, KOMITIOHEHTHI 3BEp000st
YBEJIMYMBAIOT KOJIMYECTBO CEPOTOHMHA B KJIETKAX MO3ra, AeHCTBYS Ha (DEPMEHT, Ka-
TAJTU3UPYIOLINI peaKLnIo eTo MHAKTUBALMU. OOBSICHUTE MEXaHU3M JIEKAPCTBEHHOTO
JIeCTBUS TIpenapaToB, CoAepKallux 3Bepoooii. s aToro:

a) YKaXkuTe, K KaKOW TPyIIIe a30TCOAepKAIINX BEIIeCTB OTHOCUTCSI CEPOTOHUH;

0) HANUIINTE PeaklUIo CUHTEe3a CEPOTOHUHA U YKaXKUTe ero (DyHKIIUU;

B) HA30BUTE MyTH MHAKTUBALIMU CEPOTOHMHA U HATIMIIIUTE PEAKIINIO €r0 OKHCIe-

HUSI, HA CKOPOCTh KOTOPOU BIMSIET 3BEp000Ii; yKaxkuTe (hepMEHT.

11. BaJ'[I)HpoaTI)I — OTO YaCTO MPUMEHAIOIIHNECA ITPOTUBOIJICTITUYCCKHUE ITpCIapa-
Tbl. OHM SIBJISTIOTCS IIPOMU3BOAHBIMUN BaJTBHpOGBOfI KHMCJIOTHI CJICAYIOHICTO CTPOCHMA:

C;H, 0
/
CH—C
C;Hjy OH

MexaHu3M IEeMCTBUS BaJBIIPOATOB BKIIIOYACT MHAYKIIMIO IeKapOOKCHIIA3bl TIIy-
TaMUHOBOM KUCJIOThl M MHruoupoBaHue TAMK-amuHotrpaHchepasbl. OObsicHUTE
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MEXaHU3M JIeYeOHOro AeCTBUSI BAJILITPOATOB MPU AMUIeTICUU. {71 3TOro BhIMOJHU-
T€ CJAeAYIOIINE 3aJaHuUsI;
a) IIpUBEIUTE peaKlny, KaTaIn3upyeMble qeKkapOokcuiaa3oii riayramara u TAMK-
aMMHOTpaHcdepas3oil; Ha30BUTe epPMEHTHI, KOPEepMEHTHI, PYHKIIUN MPOIYK-
TOB peaKlNu;
0) ykaxxuTe NpuuuHy nsMeHeHus conepxxanust TAMK B HepBHOI TKaHU;
B) PaCCMOTPUTE CTPOSHUE U OMIPEAEIUTE, II0 KAKOMY MEXaHU3MY BaJbIIPOAThl MH-
rMOMPYIOT yKa3aHHbIE B 3aa4e (hDepMEHTHI.

12. AHTHOMOTUK a3acepruH — CTPYKTYPHBII aHAJIOT [JIyTaMUHa, SIBJISIETCS] MOIII-
HbIM UHTMOMTOPOM CUHTE3a MMyPUHOBBIX HYKJICOTUIOB U MPUMEHSLIICS B XMMUOTepa-
ITUU OITyXOJIeit. 3HasT TPOUCXOXKIACHIE aTOMOB T€TePOLIMKIMYECKOTO KOJIbIIa ITyprHa,
ornpeaesnTe, KakKue 3Talbl CUHTe3a MYyPUHOBBIX HYKJIEOTUI0B OyIyT MHIMOMPOBaHbI
TpU BBEICHUU a3acepuHa.

13. K Bpauy oOpaTtuiics naluueHT ¢ Xaja000i Ha 601 B cycTtaBax. OcoOEHHO 4acTo
MIPUCTYIBI OOJIM CITYJaIOTCS IO HOYaM — TIOCIIe TIepeeTaHus WIIM TIprueMa ajaKoro-
Jis1. 3abojeBaHue, MO CIOBaM TallMeHTa, «IIPOSIBJISICTCSI BHE3ANTHON M MHTEHCUBHOM
00JIbI0, TIOKPACHEHUEM M «KapoM» B cycTaBe. IIpeamnoioxure, Kakoe 3a001eBaHUE
ObLIO TMAarHOCTUPOBAHO BPauOM Ha OCHOBAaHWM JAHHBIX O MOBBIIIEHHOM COjepKa-
HUY MOYEBOI KMCIOTHI B CYCTaBHOM XKUAKOCTU U KpoBU. [1pn oTBeTe Ha BOIIPOC:
a) YKaXkuTe BO3MOXKHBIC TIPUIMHEI TUTIEPYPUKEMIH, HATTUIITATE CXEMBI peaKIInii,
U3MEHEHNE CKOPOCTU KOTOPBIX MPUBOIUT K STOMY OTKJIOHEHUIO;

0) TIpearnoNoXuTe, KaKoe JiedeHe Ha3HAYNT Bpad, a TAKKe MOXKHO JIU B XOJIe Jie-
YeHUsI MOJIHOCTBIO U3JIEUUTh O0JIE3Hb;

B) KaKoi JoJiKHA ObITh TpoUIaKTUKaA TaHHOTO 3a00J1eBaHUs?

14. Y peberka Ha (poHe Merajo0JIacCTHOI aHEMUH OTMEUEHO Pe3KOe CHIKEHUE aK-
TUBHOCTH (pepMeHTa Y MD-cunTassl. [1o pe3yiabraram aHaIM30B ComepKaHue OPOTO-
BOIM KMCJIOTHI B MOUe cocTaBiisieT 6osee 1 r/cyT (B HopMme crHTe3upyeTcst 600 Mr/cyT).
Kakoe 3a0oeBaHre€ MOXKHO AMarHoCTUpoBaTh? JIJIst oTBeTa Ha BOIIPOC:

a) MpUBEIUTE peaKlMM, KOTOpble KaTaIU3UpyeT OM(MYHKIIMOHAIbHBINA (hepMEHT

YM®-cuHTAa3a;

0) yKaxXuTe BO3MOXKHBIE TOCIIEACTBUS IPUBEAEHHOTO 3a00JI€BaHUSI;

B) MoueMy [Jis JIeYeHUsT 3TOil 00Je3HU UCIMOJb3YI0T ypuauH? Hanuiiure cxemy

peaKkiuu, ONUIINTE MEXaHU3M JCUCTBUS YPUAUHA;

I') YKaXUTE BO3MOXHbBIE MPUYMHbBI 3a00J1€BaHUSI.

15. B ObICTpO nensimxcesl KieTkax MHIYLUPYeTCsl CUHTE3 (DepMEHTOB, KaTalu3u-
pylolIX 00pa3oBaHKe 1€30KCUPUOOHYKIIEOTUI0B U3 puOOHYKIIeoTU10B. M300pasure
CXEMBI TIPOIIECCOB, MPUBOIIIINX K 00pa3oBaHMIO cyocTpaToB Mt cuHTe3a JJHK.
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STaNoHbl OTBETOB K TECTOBbIM 3aaHNAM

1. B, B.

2.T.

3.B,T.
4.1—B,2—A,3—B.
5.A.

6.B, T, 1.

7.B, B.
8.1—1,2—B,3—T.
9.A,B,T.

10.1—B,2—B,3—A.
11.1—1,2—T,3—A.
12a.1—B,2 — 1,3 — A.
126.1—T,2—B,3—B.
128.1 — /1,2 — B,3 —A.
13.A, B, B, I, 1.
14.B, I
15.1—B,2—A,3—B.
16.B, B, T, /1.

17.a) B; 6) B; B) B; 1) B.
18.1—B,2—A,3—]I.
19.2) b;6) A; B) I: 1) A; 1) B.
20.1—A,2—B,3—T.
21.1—1,2—A,3—B.
22. B, 1.

23.a) b;6) B; B) A; 1) [}, m) B.
24. A, B.

25. B.

26. A, b, 1.
27.1—1,2—A,3—T.
28. A, B, B.
29.1—1,2—T1,3—B.
30a.1—/,2—B,3—B.
306.1 —B,2—A,3—T.
30.1—B,2— /1,3 —B.
31. B, B.

32. B.
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e usydenus. 3HATb U yMETb OOBSCHSITh:

e KiaccudUKAIMIO TOPMOHOB, CTUMYJIbI, BbI3bIBAIOIIME UX CEKPELMIO B KPOBb,
1 MEXaHU3MBbI Tlepe1avyy TOPMOHAIBHOTO CUTHAJIA B KJIETKY;

® DPOJIb TOPMOHOB B PETYJSIIMUA SHEPTETMUYECKOTO0 OOMEHa B pa3HBbIC TTePHOIBI
SKU3HENESI TeJIbHOCTU OpraHu3Ma: MullieBapeHusl, TOCTabCcCOpOTUBHOTO Mepro/a
U TOJIOAAHMS;

e M3MEHEHHUsI MeTaboJM3Ma MPU TUIO- U TUNEPIPOLYKIIMM MUHCYJIMHA U KOH-
TPUHCYJISIPHBIX TOPMOHOB (TJTIOKaroHa, KOpTu3oJia, aipeHalnHa);

e OCHOBHBIE CUMIITOMBI CaXapHOTO nrabeTa, OMOXUMMUYECKHE MPOLIECCHI, JeXka-
1€ B UX OCHOBE, OCTPBIC M TTO3MHME OCIOKXHEHUS 3a00JeBaHUS U TTOAXOIBI
K JIEYEHMUIO;

® POJIb TUPEOUIHBIX TOPMOHOB 11 COMATOTPOIMMHA B POCTE U CO3PEBaHUM KJIETOK,
MaTOJIOTUH, CBSI3aHHBIE C TUIO- Y TUTIEPIIPOAYKIIUECH;

e JIeliCTBME TOPMOHOB, PETYJIMPYIOUIMX BOIHO-COJEBOW OOMEH, U U3MEHEHUS
MeTabo13Ma, BbI3BAHHBIE HApYIICHUEM WX MPOAYKIIMU: TUIIEPATbIOCTePO-
HU3M, HecaxapHblil 11abeT, moyeyHasi TUMIepTeH3MS;

e MEXaHU3Mbl TOPMOHAJIBHOM peryisiuuu ooMeHa Kaiblus U pocdatoB u mo-
CJEACTBUS TUMO- U TUIMIEPHPOAYKIIMUA 3TUX TOPMOHOB; TUIO- U TUMeprapaTu-
PEOUaN3M, PAXUT.

HMHuTerpanus Metaboiam3Ma yrjieBoIoB, XKUPOB 1 OEJIKOB 00ecCIIeunBaeTCs:

e HaJMIMEeM B METaOOIMUECKHUX ITyTSIX OOIIMX MPOMEXKYTOUHBIX TIPOIYKTOB;

® BO3MOXHOCTbIO B3aMMOIIpEBpallleHU1 BEIIECTB uepe3 o0lIre METabOINThI;

® UCIMOJb30BaHUEM OOLIUX KOEPMEHTOB;

e CYIIECTBOBaHMEM OOIIEro MyTH Kataboaru3Ma U eAUHON CUCTeMbl OCBOOOXE-

HUS Y UCTIOIb30BaHMsI SHEPTUH (IbIXaTeJbHas 1LeTb);

® ICIOJb30BAHMEM CXOIHBIX MEXaHU3MOB PETYISALINN.

Ha puc. 11.1 npencrasieHa o011ast cxeMa OCHOBHBIX META00INUECKUX ITyTel yIe-
BOJIOB, OEJIKOB U >KUPOB, OMMCAHHBIX B MPEIbIIYIIMX IJlaBax.
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11.1. KomnapTmeHTannsaunsa v perynauus
MeTabonunyecknx nytemn

Cy11ecTBeHHYIO pOJIb B KOHTPOJIE MeTabOoIM3Ma UTpaeT pa3neicHre MeTaboamde-
CKMX MPOLIECCOB IO OTJEIbHBIM OTCEKaM (KOMMapTMeHTaM) KiieTok (Tabs. 11.1).

Tabauya 11.1
KoMnapTMeHTaam3anus 0CHOBHBIX META00IMYECKUX Iy Tei

Komnaprment MeTaboauyecKuii mpouecc
IInTo301b Inukonus
[mroxoHeoreHes
IlenTo3o0gocdaTHbIi TyTh
BuocunTe3 munuaoB

BuocuHTe3 MyprHOB ¥ TUPUMUAMHOB

MutoxoHnpust LluTpaTHBIA UK
[B-oKuCIEHNE KUPHBIX KUCTOT
CUHTE3 KETOHOBBIX TeJ
JlpIxatenbHast 1eTb

ITpu paccMoTpeHuu Tadj. 11.1 MOXHO cienaTh CJIeaylolIne BHIBOIbI:

e MeTabOJIMUYECKUE TIPOLIECChI, CBSI3aHHBIE ¢ OMOCUHTE30M 1 B3aUMOIIpeBpalle-
HUSIMU BEIIeCTB, B OCHOBHOM CBsI3aHBI ¢ IuTo30iieM. NADPH, HeoOxonmuMbIii
IUIS peakUMii BOCCTAHOBJICHMSI, 00pa3yeTcsl TakKKe B LIMTO30JI€ B Pe3yjbraTe
OKMCJIUTENIbHOM CTaauK NeHT030(0oc(aTHOTO ITyTH IIPpEeBpalleHUS TJIFOKO3bI;

e OKUCJUTENIbHBIE peaklMW B IIpolecce KaTadoJiM3Ma CBSI3aHBI C JbIXaHHEM,
[IPOTEKAIOT B MUTOXOHIPHAX U HUCITONBL3YIOT B KayecTBe KodepMenToB NAD™
U (JIaBOIIPOTEUHHI.

HMHrterpaunst MeTabOIMUYECKUX TyTel OOCCIeunBaeT KU3HEICITeIbHOCTh Opra-

HU3Ma, a 3TO:

e TIPOU3BOJICTBO HEPTUM B MPOLIECCe OKMCIUTEILHOTO pacliafa IHUIIEBhLIX Be-
mecTB (MeXaHU3MbI BEICBOOOXKIECHUS U UCITOJIb30BaHUS S9HEPTUU OITMCAaHbI pa-
Hee);

e OMOCHHTE3 BELIECTB U CTPYKTYPHO-(PYHKIIMOHATbHBIX KOMITOHEHTOB KJIETKMU.

O6pa3oBaHMe KNo4YeBbiX MeTaboNTOB 1 BOCCTAaHOBJIEHHbIX
Ko¢depMeHTOB, Heo6XxoanMbIX ANA GnocnHTe3a

KnroueBbie MeTadOMMTBI, HAXOISIIMECS B TOUKAX Pa3BETBICHUSI METAOOJIMUECKUX
MyTeli, o0ecrneynBaloT NepeKIoYeHre MeTaboIu3Ma ¢ OHOTO MyTH Ha IPYroi B 3a-
BMCUMOCTH OT ITOTPEOHOCTEl OpraHr3Ma. DTU BOMPOCH YACTUYHO PaccMaTpUBAINCh
paHee, TT03TOMY ITPUBEAECM JINIITb HEKOTOPBIE TIPUMEPHI.
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I'moko030-6-docdar 06pasyeTcst B TOUKE COeIMHEHUS U PA3BETBICHMS TAKUX ITPO-
1IeCCOB, KaK METTOHNPOBAaHE TIIIOKO3bI — CHHTE3 INIMKOTeHA, UCTIOJIb30BaHME 3alla-
CEHHOI'0 2HEpPreTMYecKoro marepuaiga — pacrnaja IIMKOoTeHa, MeHTo30¢hochaTHbIM
MyTh, obecneunBamomuii oopazosane NADPH, aspoOHEbIii pacnian rioKo3bl, galo-
LU OpraHU3My SHEPTHIO.

ITupyBat HauMHaeT MyTh KaraboauM3Ma OOIIMIA ISl YIJIEBOJOB, OEJIKOB U XXUPOB
W OTKPBIBAET ISl HUX BXOJ B IIMTPATHBIM LIMKJI, TAe 00pa3yloTcs METabOJINTHI, HC-
MTOJTb3yeMBIe JUTS TIIIOKOHEeOoTeHe3a M CHHTe3a psifa aMUHOKUCIOT. [InpyBat Toke Mo-
3KeT ObITh CyOCTpaTOM [IJIs1 3TUX CUHTE30B.

Aneruii- KoA BkitovaeT 0eKuy, XKUPbI U YIJIEBObI B TIEPBYIO peaKIMIO LIUTPATHO-
ro uukiaa. OH TakKe CIYy>KUT cyOCTpaToM ISl CUHTE3a KeTOHOBbIX Tes. Kpome Toro,
B IIEPMOJ NUILEBapeHUsT alleTI- KOA aKCropTUpyeTCs B LIMTO30JIb B (hopMe LIMTpaTa
W UCTIONIB3YEeTCS T CUHTE3a XKUPHBIX KMCIIOT U Xosectepoa. [IpeBpaiieHue mmupy-
Bara B aneTiI- KoA HeobpaTMo, 1, claemoBaTeIbHO, HEBO3MOXKHO TIPEBPATUTD XKHP-
HbIe KUCJIOTHI B TJTIOKO3Y.

PeryastopHbie MeXaHU3MBbI TIEPEKJIFOYEHUSI OHOTO METa00JMYECKOro MyTU Ha
JPYroif YaCTUYHO paccMaTPUBAIUCH paHee. Peryisiius MoxXeT OCYIIeCTBISIThCS My-
TeM U3MEHEHUs KOHIEHTpaluu (GepMEHTOB, aKTUBHOCTH (DEPMEHTOB, KOHLIEHTpA-
U1 CyOCTpaToOB, MPOAYKTOB, a TakxKe KOodaKTopoB. PaccMoTpuM peryisiuuio me-
TaboJIM3Ma YIIeBOAOB, JKUPOB 1 OCJIKOB IO BIUSHIEM TOPMOHOB. [lepekimoueHmne
MeTa0OoJIMYEeCKUX MyTel Mo BIUSHUEM TOPMOHOB MPOUCXOAUT MOCTOSHHO B 3a-
BUCUMOCTHU OT pUTMa MUTAHMSI, COCTaBa MUIIM U (PU3MOJOTUUECKON aKTUBHOCTHU
OopraHusmMa.

MHucyanH ¥ III0KaroH UrparoT IJIaBHYIO POJIb B PETYJISILIMM METab0IM3Ma IIPU CMe-
He a0COpOTMBHOIO M MOCTA0COPOTUBHOIO MEpHOIOB. [JIaBHBIM IEePEKIIOYAIOIINM
(pbakTOpOM B MEeUeHU SBJSIETCS MHCYJIMH-TJIIOKATOHOBBII nHAeKC (puc. 11.2), oTpaxa-
IOIIMI OTHOCUTEJIbHYIO KOHIIEHTPALIMIO 3TUX TOPMOHOB TIPY CMEHe abCOPOTUBHOTO
COCTOSIHMSI OpraHM3Ma Ha TMocTabcopOTUBHOE. XapaKTepUCTUKA CTPOCHUSI U MeXa-
HU3Ma ACUCTBUS MHCYJIMHA U TJII0KaroHa 1aHbl B pa3neiax S u §.

B nepuon numeBapeHus BAVsTHIE TOPMOHOB HAIIpaBJIeHO Ha 3aracaHue BeIIeCTB-
SHEProHOCUTEJIeH NI MCIOIb30BaHUs MX B IocienyoimieM. [lociie BcackiBaHUS U3
KUIIeYHUKA KOHLIEHTPALMS [JIIOKO3bl B KPOBU YBEJIMUMBAETCS, U OTO SIBJISIETCS CTH-
MYJIOM JIJIsl ceKpelnu uHcyauna. [locinenHuii cTuMyaupyeT mpolecchl AeMOHUpOBa-
HUSI BCEX MOHOMEPOB, 00pa30BaBILIMXCS B pe3yjbrare rnepeBapuBaHMsl. Tak, UHCY-
JINH YCKOPSIET CUHTE3 IJIMKOreHa B M€YEHU W MBIIILAX, CUHTE3 JUIUAO0B U OEJIKOB.
WHCynMH yBeTMUYMBAET MOTIOIIEHUE TII0KO3bI HEKOTOPBIMU KJIETKaMU M TaKUM 00-
pPa30oM YCKODPSIET IyTHU €€ UCIIob30oBaHus (puc. 11.3).

Db dekTsl MHCYIMHA Ha METaOOJIMYeCcKHe TPOIeCChl MOXHO pa3neuTh Ha TpU
rpynibl (Tadsu. 11.2).

1. Db dexThl, NPOosSIBISIIOIIMECS B TEUEHUE CEKYH/I, — BJIUSIHUE HA TPAHCTIOPT TJII0-
KO3bI B KJIETKU MBILLIEYHON U XKUPOBOI TKAHU, HA TPAHCIIOPT HATPUSI, KaJIbLIMS, XKUP-
HBIX KUCJIOT.
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ABcopGTuBHEIT Nnepron MocTabcopBTuBHGLIR NEepuon

T WHeynnH f rniokaroH

Puc. 11.2. I3MmeHeHne NHCYNH-FII0KarOHOBOIO MHAEKCa Npu cMeHe abcopOTBHOIO
nepuofa Ha NocTabcopOTUBHBIN

TpaxcnopT rnokoasl

B MblLLbI
W B HUPOBYID TKaHb
miokoHeoreHea B Cuntea TAM
W xonecTepona
Fnukoresonma [—] @ rovkonia
Cunrea
Nunonua E] w rmuKoreqa
Ketorexea B E:HTEE
MKOB
MpoTeonua
g = nnmnmeﬂwe WOHO

(ocoBesHo K'n POy)

Puc. 11.3. [leficTBre MHCYNMHA Ha MeTabonmnyeckme NpoLecch:
«+» — CTUMYNALNA npouecca, «—» — YrHeTeHue npouecca

2. D deKThI, MPOSBIMIONIEcs B TeYeHUE MUHYT, — U3MEHEHNE aKTUBHOCTHU (pep-
MEHTOB yTeM (ochopuirpoBaHus U aehochoprInpoBaHus.

3. MenneHHble 3(P@EKTHI, TPOSBISIOMIMNECS OT MUHYT OO0 4aCOB, — MHIYKIIMS
U peripeccusi CUHTe3a (ePMEHTOB.

OueHb ObICTpbIe 3(PDeKThl MHCYIMHA O0YCIOBIEHBI BIUSIHUEM Ha JOKAJIM3alHI0
" KoH(popManmio 6eakoB. Hampumep:
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e MepeMelleHrue 0eJKOB-IIepeHOCYNKOB II0K03bl [JIKOT-4 13 unTo30i1s1 B MeM-
OpaHy;

e nepemenieHue dochoanuacTepasbl U3 MeMOpaHbl B LIMTO30Jb C IOCIEAYIO-
MM CHUXXEHMEeM KoHLeHTpaluuu HAM® B KjieTke, MOCKOJIbKY MOBBIIICHNE
KoHIIeHTpauu HTAM@ ToBbIIIAeT aKTUBHOCTh MPOTEMHKMHA3BI A U YCKOPSIET
(ochopunupoBaHue B-cyobenMHULL peLieNTOpa MHCYJIMHA MO OCTaTKaM CEpu-
Ha ¥ TPEOHMHA, CHITKAsI €T0 CPOACTBO K MHCYJIMHY.

Tabauya 11.2
BimsiHue HHCYJIMHA HA HEKOTOPbIE PEryJaATOpHbIE (hepMEHTHI

ITeyenn Mbimnpbi KupoBasi TKaHb

Axmusayus pepmernmos nymem deghocghopunuposarus

1. ®ochonmnscrepasza 1. ®ochonuacrepasza 1. JITT-numna3a

2. [MupyBaTkuHa3a 2. [MupyBaTkuHa3za 2. [MupyBaTkuHa3za

3. [IupyBaTnernmporeHasa 3. [MupyBaTnernaporeHasa 3. Auetmir- KoA-kap6ok-
4. ®ocaraza mmmKoreHcuHTa- 4. MocdaTasza cuasa

356l ¥ NIMKOTeH(pOChOprIa3bl  TTTMKOTeHCUHTA3bI
5. [i1tok030-6-

docdaraernaporeHasa

6. Auetmi- KoA-kapOookcuiaza

Huoykyus cunmesa ghepmermos

1. DochodpyKToKmHA3a 1. DochodpyKkToKHA3a 1. [TampMuTaTCHMHTA3a

2. [1rokokunHaza 2. [Imok030-6-

3. llutparnuasza docharneruaporeHasa
4. Auetmn-KoA-kapbokcuiasa 3. @®ochohpyKTOKMHA3A
5. [TanpbmuTaTCUHTa3a 4. Anetmi-KoA-kap6ok-
6. [11ok030-6- cuiasa
docharaernaporeHasa

7. IlmpyBaTKMHAa3a
8. Manuk-hepMeHT
9. Auetui-KoA-kapbokcuaaza

Penpeccus cunmesa ghepmenmos

1. dochoeHoaTUpYBaTKAP-
OOKCUKUHAa3a

B mocTaGcopOTHBHBII Mepuoa KOHIIEHTPAIIHS TIIFOKO3bI CHIKaeTcs. B pe3ynbrare
3TOr0 CHUXKAETCS CEKPELIMSI MHCYJIMHA U YMEHbIIIAeTCs TTOTJIOIIEHUE TTFOKO3bl BCEMU
TKaHsIMU, KpoMe HepBHOM. H13Kast KoHLIEHTpalMsI TJIIOKO3bl B KPOBU SIBJISIETCS] CUT-
HaJIOM TSI CEKpPEeLIMU III0KAroHa — KOHTPUHCYISIPHOTO TOPMOHa.

ImokaroH yckopsieT pacriaj IITMKOTeHa U YCHIMBAeT MOOMIN3AIIUIO TPUALIVIITIIN -
1IepOoJIOB, TIEPEeKITIoYasd TKaHU TPEUMYIIeCTBEHHO Ha OKUCICHUE KUPHBIX KUCIOT
1 KeTOHOBBIX TeJl. B TO ke BpeMs TJTIOKAaroH M KOPTU30J YCKOPSIOT TITIOKOHEOTeHe3
U3 aMUHOKMUCJIOT, JIaKTaTa U TJuLiepoia Aisl ToAIepKaHus KOHLIIEHTpALUU TJIIOKO3bI
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Yriesons Cucremnan
' LMPKYNALWMR

MeveHs

{ Tnusoresonus [ -

Fmoxwoaa . Nakrar
DpyETOAE

Fanakroag - ; ApmHOKMENDT

KT

B MNepudhepnueckue
CQ, HOD  THaHW

Puc. 11.4. [omeocTas rnokosbl

B KPOBU Ha MOCTOSTHHOM ypOBHE. DTO HEOOXOAUMO, TaK KaK s DHepPTrocHAOKEeHUS
MO3T, HepBHAas TKaHb, SPUTPOLIMTHI U HEKOTOPBIE IPYTHe TKAHW aKTMBHO UCTIOJIBb3YIOT
[JIIOKO3Y B Ka4eCTBE OCHOBHOTO cyOcTpaTa okuciaeHus (puc. 11.4).

K KOHTpUHCYISIpHBIM TOpMOHaM TMpPUHAIEXKAT TaKXKe aJpeHATMH U KOPTH30.JI.
OHu oOecrnieynBalOT MOBbILLIEHNE KOHLIEHTPALMHY TJI0OKO3BbI.

Anpenamun. CTUMYJIOM ISl BbIICJICHUS B KPOBb TOPMOHA SIBJISIETCSI OCTpasi CTPECCO-
Basl CUTYyaLMs U (TsDKes1as1) MHTEHCUBHAs (pu3nueckast padota. OH CUHTE3MpPYeTCsl BMEeCTe
C HOpaapeHAIMHOM B KJIETKaX MO3TOBOTO CJIOSI HAMITOYEYHUKOB U3 TUPO3MHA, 3ariacacT-
Cs1 B TPaHyJIaX M CEKPETUPYETCA U3 HUX TTyTeM 3K301muTo3a. T , anpeHaniHa cocTapsier
10—30 c. 3a 310 BpeMsl OH JIOCTUTAET KJIETOK-MUILIEHEN 1 TiepeaeT CUTHAJ C TTOMOIIIbIO
0- U P-agpeHepruyeckux peuenTopoB. BzaumopeicTBue ropMoHa ¢ B-pelLientopamu
AKTUBUPYET aICHWIATLMKIA3HYIO CUCTEMY, TOT/Ia KaK CBSI3bIBAHUE C OL,-PELIENITOPOM €€
uHruoupyet. CBsi3bIBaHKE aIPEHAIMHA C Ol,-PELIENITOPOM COIIPOBOXKIAETCS AKTUBALIUEH
¢ocdonunazel C 1 BKIIOUEHUEM MHO3UTOI(POChaTHOM CUCTEMBI IIEpeaayy CUTHaJa.

OCHOBHBIMY OpPraHAMHU-MUIIEHSAMM U151 aJIpeHAJIMHA SIBJISIIOTCS MeYeHb, MbIIIIbI
U KupoBasd TKaHb. [lon BAMsSIHUEM rOpMOHA MPOMCXOAUT MOOMIU3ALIMSI SHEprope-
CYypCOB OpraHu3Ma: MOOUJIM3alIMsl IIMKOTeHA B MEYEHU U MbIIIILAX, TUAPOJIN3 XKUPOB
B XKUPOBOM TKaHU.

Pacmiennenue riamkoreHa yckopsieTcs 3a cueT (pocopuIMpoBaHUsI U aKTUBALIU
rimKoreHdochopuiasbl ¢ OAHOBPEMEHHBIM CHUKEHUEM aKTUBHOCTU TJIMKOT€HCHUH -
Tas3bl (CM. pa3nen §).
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B xupoBoii TkaHu (hochopuaIupyeTcss U TEM CaMbIM aKTMBUPYETCSI TOPMOHYYB-
crBuresibHas TAI-numaza. B KpoBb MOCTyNaOT XXUPHBIE KMCIOTHI U TJIULEPOT (CM.
pasnen 9).
KopTtuzoa. CurHajiom 1jist yBeJMUEHUS] KOHIIEHTPAMU KOPTU30J1a B KPOBU CIIy-
SKUT IIUPOKUIA CIIEKTP CTUMYJIOB: CHUXKEHUE KOHLIEHTPALIMU [JTI0KO3bl B KPOBU, IMO-
LIMOHAJIbHOE COCTOSTHUE, UH(PEKLINU, TPaBMbI, 00J1b, OXJIaXKIEHUE U MHOTOE APYTOe.
DTU cUrHabl AEHCTBYIOT HEMIOCPEACTBEHHO HE Ha HAMOYEYHUKU, a PeaU3yIOTCS
yepe3 runotanamyc-runoduszapHyio cuctemy. [lepBoHauyalbHO OHM CTUMYJIUPYIOT
B KJIeTKax TUMOTajJlaMyca CUHTE3 1 CeKpelMi0 KOPTUKOTPOIIUH-TU0eprHA, KOTOPBII
IO OTPOCTKAM HEHNPOHOB ITOCTYIAET B TUITO(MU3, TIe YCKOPSEeT CEKPEINio B KPOBb
KOPTUKOTPOIIMHA WM aapeHoKopTtukoTporHoro ropmoHa (AKTT). Ilocnemnwnii
yJIaBJIMBAETCS pelenTopaMu KJIETOK KOpbl HaJAMOYEYHUKOB W 4epe3 aJeHuIaTLU-
KJTa3HYIO CHCTEMY aKTUBUPYET (PePMEHTHI, YIACTBYIOIIE B CMHTE3¢ KOPTU30Ja U3
XoJiecteposia, KOTOPBIi, B CBOIO ouepe/b, obpa3syeTcst de novo u3 aietuia-KoA nubo
MocTyIaeT B KJieTku B coctase JITTHII.
OpraHaMu-MHUIIeHAMH TOPMOHA CJIYXXaT Me4YeHb, MBIIIIbI, COEIMHUTEIbHAS
u JumdpouaHaa Tkanb. [lepenayy curHaja B TKAHU KOPTU30J OCYIIECTBISIET Yepe3
BHYTPUKJIETOUHBIE PELIENTOPbI, PACIIONIOXEHHbIC B LIMTO30JI¢ KJIETOK MyTeM peryJsi-
LIMW TPAHCKPUIILIMY OTPeeIeHHbIX TEHOB.
B nedyeHu ropMOH CTUMYJUPYET CUHTE3 OEJIKOB, INIaBHbIM 00pa3oM (hepMEeHTOB,
YUaCTBYIOIIMX B IIIOKOHEOTeHe3e M3 aMMHOKMUCIOT: TUPO3MHAMUHOTpaHchepassbl,
CepUHTPEOHUHAernIpaTasbl, hochoeHOINMUPYBaTKAPOOKCUKUHASHI.
B To xe BpeMst KOPTHU30J1 TOPMO3UT CMHTE3 OEJTKOB B MBIIIIIIAX, COeTMHUTEILHON
1 TUMGOUTHON TKAHIX, TEM CaMbIM TTOBBIIIAs KOHIIEHTPAILINMIO B KPOBU aMHUHOKWC-
J0T. OHM TIOCTYTIAlOT B OCHOBHOM B ITEUEHb 1 CTAHOBSTCS CyOCTpaTaMy CUHTE3a TJTI0-
KO3bl 1 MOUYEBUHBI. [1py 9TOM KOHILIEHTpALIMS TTIOKO3bI BO3pACTaeT Jaxe Mpu OTCYT-
CTBMM 3aI1acOB TJTMKOTEHA B TICUYEHMU.
Crepouanbiii nuadeT BO3HUKAET MPU U30OBITOYHOM 00pa30BaHUM KOPTUKOCTEPO-
UI0B (MpPeXae BCero KOpTru3osia), KOTOPoe MOXKET ObITh BbI3BAHO OIMYXOJSIMU HAMO-
YEYHUKOB, TMIo(r3a Ui HapyllleHHeM o0pa3oBaHUs JUOSPUHOB B rUroTajiamyce,
a TakXe OIMyXOJISIMU B OpoHXaX, TUMYCe, MOJXETYI0UHON Keje3e, BbIACASIONIMMU
KOPTUKOTPOMNMHITOAO0HBIE BEIIECTBA.
XapakTepHbIMU MPU3HaKaMu 3a00J1eBaHUS SIBJISIIOTCSI:
® CHIXXEHHE TOJIEPAaHTHOCTU K TJIIOKO3€ U rumeprimoko3emusi. KoHueHTpaliys
TJIFOKO3bl MOXET TIPEBbIIIATH TTOYEUHBIN Oapbep, U 3TO COMPOBOXKIAETCS IJII0-
KO3ypHueii;

e a30TeMHs COITyTCTBYET 3TOMY COCTOSTHUIO M BO3HMKAET KaK Pe3yJIbTaT MOBBI-
LIEHHOTO CMHTE3a MOYEeBUHBI;

e 0CTeOonopo3, BbI3BAaHHBIN HapyllIeHMEM 00pa30BaHUsI COCNMHUTENbHOMN TKaHM,
a TOuHee, KoJulareHa ¥ INIMKO3aMUHIJIMKAHOB;

e THUIIEPTOHHUS COIPOBOXIAET ATO 3a00JieBaHWE M OOYCJIOBJIE€HA MOBBILIEHHOM
MPOAYKIIMEN aTbIOCTEPOHA U CAMOI'0 KOPTU30J1a, KOTOpbIe 00ECIeYnBaloT 3a-
nepxky NaCl u H,O.



ALLI g
LOIOWMOHNINE QUHOLIALOO] | 1
4OMI0Q WENIFOQBLEY |

LOIOUNMOHUNE BN

-E€MI0QRLEY U BEOHIIOIHOMOIILI
GOLHOWAA( BEALHMO BUITIATH]]
£0HAJOQHOMNOIL] |

EMIOLN][ |,
BHOIOMMILI WRLIOR] |

BHOIOMMILI I'elioed l_\

EULIOLN][ |,

€OHAIOQHOMOII | l_\
BHOIOMMILI I'elioed 1_\

AM1101 & 19e03011I LdotoHed], |
I9E0MO01I0T €11 0d1X ELHID) |

AN191 g 19€03011T 1dotoHed], |
BIQ EALHUD) |
PHOIOMUILI €QLHUD) |

e1r0doLooIr0X E9LHID) |
JVL €a1H1)) |
£0HAIOQHOMNOII(] 4
eNIQ EQIHUD) |
BHOIOMMIT €9IHN)) |

XEHINMUN-XEMLIIY €
BIWEHI'OQBLIN JUHIHIWE]

19doLironad amooh
-ureneert €adop

9N
-9LOM) OIAHIR(DU
U OIAHERTY
‘adoronad o19H
-HedoWon €adop

AWALOUD OIAHER][Y
U doruonod YIgH
-HedOWanW €adof,

Aee[ [ OIAd0H
-neodul — doruar
-od MIIHHRAQWON
eadop

BIBHIND HhBY
-9dau WEMHBXIIAI

VHENL BEHTUODWUIL
U BBHILQLMHUI0))
9T A]

9HORA[ |

qHEML BedodUK
I9ITITIII A

THORA[ |

qHEML BeaOodUK

9HORA[ |

qHBML BeAOdUK

ITTITIY JA]

THORA[ |

HHIIHAIW
-19HeIdQ

WoHMLOdLoMULdOM
QIIHHEIOoIrado0110 ‘191
-ANULO ‘Udgod> 9 198031

GOMMHRhIROIT
-I'eH BOIrD 0109
-03dO3 MBILAIT

-OIIiI BUTTRALHOTIHOY 4 Trodar) ‘rosnidoyy
GOMUHOOhOLL
BHUEOANL  -I'EH KOID 0J0g
QOHI/O8  -OJEOW MMLAI
DHII Ir'eHIN) -enod] | ‘HUIrRHAAIY
I9EQLLK
WOHAhOTALIOX
ndod g 19603 -IOLl MMLAIM-10
-OIIl] BUTTRdLHOTIHOY 4 WHLLO[] ‘HOIBMNOIL |
I9EQLLK
WOHKOTAIX
ngod>1 € 19603 -IOL WMLAINI-(
-OIIiT BUTTRdLHATTHOY | Jo1ragq ‘HULIAOH]]
BEILHHUD OJI
HUIRANI) BIT IBHIN)) JUHIOAL)

0L M HOWdo |

40K ¥ 90110 ‘dOT0FILIA WEMI'OQBLIW XUMOIAdNIA1dd ‘aoHONdOT LMD @e JIIHIOHIO ¥ BUELINIT WEHHBXIN ‘OUHI0AL))

&' [ vhnvon|



Paspen 11. ViHTerpauua metabonusma 405

B xuMHMKEe B 3aBUCMMOCTM OT MEPBOMPUYMHBI TMIEPKOPTULIM3MA pa3InyaloT
cobcTBeHHO 00Je3Hb Muenko—KymuHra, BeI3BaHHYIO ONyXoJsiMu Turiogusa. s
JIe9eHUsI 3TOM TaTolornu 3(pOeKTUBEH JeKcaMeTa30]l — CTPYKTYPHBIN aHaJIOT KOp-
THU30J1a, CTOCOOHBIN ToaaBsATh cekpeuio AKTT. Bce octaibHble TPUUMHBI TUTIEP-
KOPTULIM3Ma O0bEIUHSIOT 1o HadBaHUeM cuHapomM Muenko—Kymmnra, njis ieue-
HUSI KOTOPOTO eKcaMeTa3oH He 9 (eKTUBEH.

B Tabs. 11.3 moka3aHbI cTpoeHUE, MEXaHU3M IEeHCTBUS U OCHOBHBIE 3(PPEKTHI MH-
CyJIMHA, TJIIOKOTOHA, aHIpeHaIMHA U KOPTHU30J1a Ha OPraHbI-MUIIICHHU.

11.2. CaxapHbiii guaber

Caxapnblii nuab6et (Diabetes mellitus) — 1IMPoOKO pacrpocTpaHeHHOe 3a00JieBa-
HHUE, KOTOpOe HAOMI0HaeTcsl Mpu aOCOJIOTHOM MJIM OTHOCUTEIBbHOM Ie(UILIMTE MH-
cyamHa. HexBaTka 3TOro MENTHIHOTO TOPMOHA OTpaxkaeTcs TJIaBHBIM 00pa3oM Ha
oOMeHe yriaeBoaoB 1 aunuaoB. CaxapHblil 1nabet BcTpeuaeTcs B ABYX hopMmax. [1pu
nuabere | Tuna (MHCYJIMH3aBUCHUMOM caXapHOM JMa0eTe) ye B paHHEM BO3pacTe
MPOVCXOAUT TUOETb HHCYJIUMHCUHTE3UPYIOIIUX KJIETOK B pe3yibTaTe ayTOMMMYHHOM
peakunu. MeHee Tsokenbiit nuadet II Tuna (MHCyIMHHe3aBUcHMAasl popma) oObIU-
HO TIPOSIBIISIETCST B OoJiee IMOXWiIoM Bo3pacTe. OH MOXET ObITh BbI3BaH Pa3IMYHbI-
MM TIpUIMHAMM, HaTIpuMep TMOHIKEHHOM CeKpellelt MHCYIMHA WM HapyIIeHueM
(byHK1IMI peLienTopa MHCYJIMHA.

BunocnHres MHCY/INHa

MHcyauH cuHTe3upyeTcs B B-KJeTKax ocTpOBKOB JlaHrepraHca nojxeayaouHon
Kenesbl. Kak 1 MHOTHE CEKpeTOpHBIE OeIKM, IMpeAlleCTBEHHMK ropMoHa (Impenpo-
HMHCYJIMH) COJEPXUT CUTHAIBHBINA MENTU, KOTOPbIN HaIpaBseT MEeNTUAHYIO 1ieMb
BHYTPb DHJIOIUIa3MaTUYECKOr0 peTUKyJymMa, TAe TOcjie OTLIEIUIEHUS CUTHAaJb-
HOTO MeNnTHIAa U 3aMbIKaHUSI IUCYIb(PUIHBIX MOCTUKOB 00pa3yeTcs] MPOMHCYJIMH.
[Tocnennuii nocrynaet B anrapat [OJIb1KM U NIETIOHUPYETCS B KIIETOUHBIX BE3UKYJIAX,
B-rpanynax. B aTux rpanynax mytem oTiueryieHuss C-menruga obpasyeTcst 3pesiblil
WHCYJIMH, KOTOPBII coXpaHsieTcs B (popMe LIMHKCOIEPXKAILEro reKkcamepa BIUIOTh 10
cexkpeunu (puc. 11.5).

MNocnepcTBua pedpuumnTa MHCYNNHA

HenoctaTrouHOCTh MHCYIMHA BEAET K MIyOOKUM HapyIIEHUSIM MPOMEXYTOUYHOTO
MeTabor3Ma, 4YTO ¥ HabJIto1aeTcsl y 00JIbHBIX CaXapHbIM IMAa0ETOM.

XapakTepHbIii TpM3HAK 3a00JIeBAaHUSI — TIOBBIIIIEHNE KOHIIEHTPAIIMN TJTIOKO3BI
B KpoBHU ¢ 5 MM (90 Mr/mr) 10 9 MM (160 MT/UT) 1 BBIIIIe — rUNEPIIIMKeMHus (TTOBBIIIICH-
HbII YPOBEHb IJTFOKO3bl B KPOBU). B MblIIIIIaX 1 XKUPOBOI TKaHU, IByX HauboJjee Bax-
HbBIX ITOTPEOUTESIX TITFOKO3bI, HAPYIIAKOTCSI TTPOLIECCHI YCBOSHUST U YTUIM3ALIMU TITFOKO3bI
B pe3yJibTaTe ncue3HoBeHUs1 U3 coctaBa MeMOpaH [JIFOT-4 (ux rosiBjieHre B MeMOpaHax
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Puc. 11.5. buocuHTtes nHcynuHa: 1-4 — ctagmm co3peBaHnaA MHCYNHA

3aBUCHUT OT UHCYJIMHA). B CBSI3U ¢ AeUIIMTOM UHCYJIMHA NIEYEHDb TAKXKE YyTPAYMBAET CIO-
COOHOCTh MCIIOJIB30BaTh IJIIOKO3Yy KPOBU Ha cuHTe3 mrkoreHa U TAIL OmHoBpeMeHHO
B CBSI3M C TIOBBIIIIEHEM B KPOBHM KOHIICHTPAIIMH TIIIOKAroHa M KOPTHU30J1a TTOBBIIIAETCS
[JTIOKOHEOTeHe3 M YCUJIMBAeTCsl TPOTE0IU3 B Mbllax. [Tpu caxapHoMm nurabere MHCYIMH-
[JTIOKArOHOBBIN MHAEKC CHIKEH. DTO CBS3aHO HE TOJIBKO C YMEHbIIEHEM CEKPeLIMU UH-
CyJIMHA, HO U C YBEJIMUEHUEM CEKpEeLUU IIIOKaroHa (MHCYJUH MHTUOUPYET CEKPELIMIO
nokaroHa). B pesynsrate ociiabieHa CTUMYJISILMS IIPOLIECCOB CKJIAAUPOBAHMS U YCUIIe-
Ha CTUMYJISIIIS MOOMIM3AlIMHY 3aT1acoB, YCHMJIEHA HACTOJIBKO, UTO TT€YeHb, MBIIIIIIBI, XK1~
POBasi TKaHb JaKe ITOCIe IpreMa IMAIIN (PYHKIIMOHUPYIOT B peXXUMeE TTOCTaOCOPOTUBHOTO
coctosiHus. B aToil apaMaTnyeckoil KOUTM3UK MPOAYKThI MepeBapuBaHusl, a TaKxKe UX
MeTabOoIUThI BMECTO TOTO, YTOOBI CKJIAIUPOBATHCS B (pOpME ITTMKOTeHa U 3KUPOB, LIUPKY-
JIUPYIOT B KpoBu. J171s1 Bcex (hopM caxapHOTro AuabdeTa XapaKTepHa CHYKEHHAsI TOJIepaHT-
HOCTb K IJTIOKO3€, T.€. TUTIEPIJIIOKO3EeMUSI TIOC/Ie MpreMa MUILIM WK JaKe HaTOIIaK.

D10 elie OoJjiee yBeJMYMBAET YPOBEHb IJIIOKO3bI B KpoBuU. HapylieHnue peabcopo-
LIMY TIIOKO3bI B TIOYKAX MPU KOHLEHTpauu B rurasMe 9 MM (180 mr/min) u BhIlIe
MPUBOAUT K €€ BbIBEJEHUIO C MOUYOI — INIIOKO3ypHs.

Oco0eHHO cepbe3Hble TOCIEACTBUSI MMeeT TMOBBIIIEHUE CKOPOCTU KaTabosu3ma
>kupoB. HakamuBaroiiyecs: B 00JbIINX KOJUYECTBAX XKUPHBIE KUCTOTHI YACTUYHO UC-
MOJIL3YIOTCS B TICUEHU B CUHTE3€ JTUTTONPOTeMHOB, BOoCHOBHOM JITTOHTT — runepaunu-
JieMHsl, OCTaJIbHbIE pacranarTcs 10 aneTui-KoA. M30bITouHbIe KOIMYECTBA alleTHI-
KoA, Bo3HUKaIOIIME B pe3yJIbTaTe HECITOCOOHOCTH IIMTPATHOTO ITUKJIA TIOJTHOCTHIO €TO
YTWIN3UPOBaTh, MPEeBpalllaloTcsl B KeTOHOBbIE Tejaa. KeToHOBbIE Tejla — alleTOyKCyc-
Hasl ¥ B-TUAPOKCUMACTISIHASI KUCTOThl — MOBBILIAIOT KOHIIEHTPALIUIO TPOTOHOB U CHU-
xatT pH kpoBu. BeaencTBue 3TOro MoxeT BO3HUKATh TSDKEJbI MeTa00MYeCKHId
ammao3 (quadbeTudeckast Koma). OOpas3yloLIniics alleTOH TTPUAaeT AbIXaHWI0 O0JIbHBIX
XapaKTepHBIi 3amax. KeToHOBBIE Tea ynaasioTcsl C MOUO — KeTOHYPHS.

[Mpu HeameKBaTHOM JIEYCHUM CaxXapHBI TMabeT MOXET IMMPUBOIUTD K TOJITOCPOT-
HBIM OCJIOXKHEHMSIM: U3MEHEHUIO COCTOSTHUST KPOBEHOCHBIX COCYIOB — nHadeTnye-
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CKHEe aHTMONMATUH, TTOBPEXICHUIO MoYek — HedponaTuu, HEPBHOM CUCTEMBI U TJ1a3,
HanpuMep XpycTalnka — KaTapakra (puc. 11.6).

Komarto3Hnbie cocTosiHus (0CTpbie OCIOKHEHHS) PH TuadeTe pa3BUBAIOTCS B pe-
3yJbTaTe HApPYIIeHUs: 00MeHA TIIOKO3bl M XKHPOB.

KomMaTto3Hble cOCTOSIHUS TPU caXapHOM AUadeTe MOTYT ObITh Pa3HOTO MaToreHes3a.
Paznuyaior Tpu OCHOBHBIE (DOPMBI.

1. Keroauuaoruueckas Koma.

2. TunepocmouisipHasi Koma.

3. JlaktaraiuaoTuyeckasi KoMa ¢ BbIpaxkKeHHON TUTTOKCHEiA.

Kpome Toro, mpu MHCYJIMHOTEpANMU caxapHOTo AuadeTa MOXKeT ObITh TMIOTIHKe-
MHYECKas KOMa, CBSI3aHHAs C Mepefo3MPOBKOIl MHCYIMHA. [lepBble TpU OCHOBHbIE
(GopMBbI KOMATO3HOTO COCTOSIHUSI TTPAKTUUECKU HUKOTTA HE BCTPEYAIOTCS B YHCTOM

Muniga W apyrwe Kpoas Anpoaan TicaHe
HHCY AR
AFBHCAMBIE THEHW Wi e

ﬁ MHCYNRHOBAR HEL0CTETOMHOCTE e O

Puc. 11.6. [locneacTBuA NHCYIMHOBOW HE[OCTAaTOYHOCTH
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BUIE, OQHAKO OOBIYHO IIPe00JIafaroT MPOsIBIeHUSI KaKOW-HUOYyAb OOHON 13 (opm
(9acTo TUIIEPOCMOJISIPHOIL).
IlepBUUHON MPUUMHON KeToaluao3a sSIBIsSeTCsl MHCYJIMHOBAsI HEIOCTATOUHOCTD:
B iepuoa KoMbl C-TIENTU/, OTILETUISIIOIIMIACS OT MOJIEKYJIbl IPOUHCYJIMHA, U UMMY-
HopeakTuBHbIN MHCYIMH (MPW) B KpoBu He onpenestorcs. [unepraukemMust oTMe-
yaeTcs Bcerna: 20—30 MMoJIb/1, a MHOTIA U OoJiee. ALIMI03 MPU AUAOETUUECKON KOME
SIBJISIETCSI CJIEACTBUMEM HAKOIUIEHUS] KETOHOBBIX TeJ, a TaKXKe JlaKTaTa M IUApyBaTa.
KonueHTpaimst KeTOHOBBIX Tel gJocTUraeT 2 MMoJib/ a1 (B 200 pa3 0oJibllie HOPMBI);
OHa TIOBBIIIAETCSl HE TOJIBKO BCJEACTBUE CUHTE3a B TIEYEHU, HO U TTIOTOMY, YTO CHU-
JKaeTcsl 9KCKpelrsi KETOHOBBIX TeJl ¢ MOYOi, KOTOpasl 4acTo OTMevaeTcsl TPy KOMe.
CHuxenue pH kpoBu HabI0gaeTCs Beeraa 10 7 v Huke (HopMa 7,4).
PasBuBaeTcs neruaparaiys, 1eUIAT BOIbI MOXET ObITE 10 10% oT 00111eii Macchl
tena. KonmyecTBo LMPKYIMPYIOLIEN XUIKOCTH yMeHbInaeTcs Ha 25—30%, B pe3yiib-
TaTe CHUXKACTCSI KPOBSIHOE TaBJICHUE.
KucnoponHoe u sHepreTuueckoe rojojaHue MUOKapjaa, yMeHbllIeHHe oO0bema
KPOBU BEIYT K CEPACUHO-COCYIUCTON HEAOCTATOUHOCTH.
unabeTnyeckast Koma pa3BUBaeTCsl, KakK MpaBUIO, MEUICHHO, B TeUeHHE HECKOJIb-
KHUX JHEI, HO MHOTIa MOXKET BOBHUKHYTh 32 HECKOJIbKO UacoB. JlnabeTnueckast Koma
TpeOyeT HEMEIJIEHHOTO JICUeHUS, KOTOPOE BKITIOUAET CJIEAYIONINE MEPOITPUSITUS:
e JIMKBUAALMIO WHCYJIMHOBOM HEIOCTATOUHOCTW ITyTeM BBEACHUSI WHCYIMHA
B J103aX, 00ECMeUynBalOIIMX MOCTENEHHOE CHUXKeHE KOHLIEHTPAIUU TJII0KO3bI
B KPOBH JI0 YPOBHSI, OJIM3KOT0O K HOpMaJIbHOMY, peruaparaiyio opraHusma my-
TEeM BBEACHMUS XKUIKOCTU;

e BOCCTaHOBJIEHME HOPMAJILHOTO COJIEeBOro cocTaBa U pH kuakocTeit opraHusma
MyTeM BBEJIEHUSI COOTBETCTBYIOIIMX COJIEBBIX PACTBOPOB;

e BOCCTAaHOBJICHME 3aI1aCOB [NINKOTE¢HA B OpraHU3Me.

[TposiBieHrsT KOMBI OOBIYHO JIMKBUIUPYIOTCS B TedeHUe 2—3 nHel Mpu Herpe-
PBIBHO TPOAOJIKAIOIIEMCS JIeUEHUU, TTPUYeM JieueHHue B MepBble HECKOJbKO YacoB
HMMEET pelIAoNIEe 3HAUEHUE IS CITACEHUS XKU3HU OOJIbHOTO.

Jlo pa3BUTHSI METOMOB JICUCHUsI TMa0eTa MHCYJIMHOM OOJIbHbIE YMUpPAIU BCKOPE
rnocjie Hayaja 60Jie3HU OT nuadbeTuuyeckoil Kombl. Ho 1 Terepb koma HabJogaercs
Hepeako. B wactHocTH, TiepBoe TposiBieHne 6one3Hu B 15—30% ciaydyaeB cOIpoBO-
KIAeTcsl KeToalua030M U KoMoil. CMepTHOCTb OT A1MabeTUUeCcKOoil KOMbI OCTaeTCsl
BBICOKOI — OT 1 10 30%. Ho OCHOBHOI MPUYMHOI CMepTH O0TbHBIX TUA0ETOM B Ha-
crosiiiee BpeMs SIBJISTFOTCS MO3AHUE OCTOXHEHUSI.

I'ukupoBaHue 0€JIKOB — OJHA W3 INIABHBIX MPUYHMH MO3IHUX OCJIOKHEHHIA caxap-
HOro Auadera.

[Mo3gHUe OCITOXKHEHUSI CaXapHOTro AuabeTa CBSI3aHBI IIPEXKIE BCETO C MOBPEXIE-
HUEM KPOBEHOCHBIX COCYIOB (quabeThueckue aHrhuonaTtuu). OCHOBHOW MeXaHM3M
MOBPEXJIEHUSI TKaHEe — IIMKMpOBaHWe (TIMKO3WIMpOBaHUe) 0eJIKOB, He(hepMeH-
TaTUBHAS PEAKIIMS IJIIOKO3bl CO CBOOOIHBIMU AMUHOTPYIINIAMU OEJIKOBOU MOJIEKYJIbI
(JIuz, Apr, N-KoHIIeBasi aMUHOKMCIOTA):
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(bpyxrozamuH-6e0K)

IIpu 3TOM 0Opa3yeTcst HecTaOMIbHAsI AIbAMMUHOBAS IPYIIIIMPOBKA, KOTOPast MO-
JKET MpeBpallaThCs B psill ApYrux, 00s1ee CTaOUIbHBIX COEIMHEHN I — paHHHe NPOAYK-
Thl NIMKO3WIMPOBAHUS. [TOHATHO, YTO TIpY 3TOM (DYHKLIMHU OeIKa MOTYT ObITh Hapy-
LLIEHBI B pe3yJibTaTe U3MEHEHMUSI 3apsia OeTKOBOM MOJIEKYJIbI, €€ KOH(GOpMALIUU WU
0JIOKMPOBaHUSI aKTUBHOTO LIEHTpA.

[toko3unupoBaHue — MeMJIeHHas peakliivsl, B TKaHSX 3I0POBbIX JIIOIE oOHa-
PYXMBAIOTCS JIMIIb HEOOJIbIIINE KOJIMYECTBA TJIMKO3UIMPOBAHHBIX OeKoB. [1pu tu-
MeprIMKEMUHN peaklMsl CylIeCTBEHHO ycKopsieTcst. HanpuMep, y 60JbHbBIX 1MA0ETOM
B COCTOSIHUM TUMNEPIIMKEMUU CONEepKaHUE OJHOTO M3 TJIMKO3WIMPOBAHHBIX TEMO-
roouHoB — HbAlc — B TeueHue 2—3 Hemesib yBeauunBaeTcst B 2—3 pasa. B kpoBu
YyeJ0BeKa COAEPXKUTCS PsiJl INIMKO3UJIMPOBAHHBIX TeMOTI00MHOB. OOBIYHO OMnpeaesi-
10T HbAlc, KoTopbiii cogep:KUTCsl B HaMOOJIbIIeH KOHUESHTPALIMU — B HOPME OKOJIO
5% ot Bcero reMormIo0KMHa; pyu AuadeTe KOHLIEHTpalysl yBeJIuuruBaeTcs B 2—3 pasa.
HbAlc omnpenesnsitor He TOJIBKO IJI AMAarHOCTUKU, HO U U1 KOHTPOJIS 3((EeKTUBHO-
CTU KOMMEHCAUU IMKEMUU TP UHCYJIUHOTEPATIUU.

CrerneHb INTMKO3WIMPOBAHUSI pa3HbIX OEIKOB HEOAMHAKOBA; B OCHOBHOM OHa 3a-
BUCHUT OT CKOPOCTH OOHOBJIEHUSI JaHHOTO Oejika. B MenjeHHO oOMeHMBaroIuxcst 0en-
Kax HakaruimBaeTcsl 00Jblie MOIU(MULIMPOBAaHHBIX aMUHOrpymI. KpoMe Toro, B Takmx
OeJsikax MPOMUCXOAAT JAJbHENIIE U3MEHEHUS] YIJIEBOAHBIX OCTATKOB — TMEPECTPOUKU
CTPYKTYPbI, OKMCJIUTEIbHBIE MPEBPAIeHUsI, B pE3yJikTaTe KOTOPbIX 00pa3yloTcs pa3HOO-
OpasHble mo3aHue NpoaykThl muKo3uwmposanus (I1111N), yacto kopuuHeBoro 1BeTa, (uty-
opecLMpYIoLIKe, U HEKOTOPbIE U3 HUX 00J1aal0T BICOKOI PeaKIIMOHHON aKTUBHOCTHIO
U CITIOCOOHOCTBIO TOMOJHUTEIBHO TTOBPEXKIATh OEJIKU, B TOM UKc/ie 00pa30BbIBATh MO-
MepeyHble CITMBKU MEXAY MoJIeKyJaMu 0eskoB. K MemieHHO oOMeHMBAIOIIMMCST OeJ1-
KaM OTHOCSITCSI MHOTUE OEJTIKM COEeIMHUTEIbHOTKAHHBIX 00pa30BaHUI, MEXKJIETOUHOTO
Marpukca, 0a3anbHbIX MeMOpaH. K TomMy ke OelIKM 3THX CTPYKTYP HEIOCPEICTBEHHO
KOHTAKTUPYIOT C MEXKJIETOUHOM XKUIKOCTbIO, B KOTOPOW KOHILIEHTpALMsl TJTIOKO3bI Ta-
Kasl ke, KaK B KpOBU (B KJIETKaX OHa OObIYHO TOpa3ao HUKe B Pe3yJibTaTe UCIOIb30Ba-
HUSI TJIIOKO3bI B MeTaboIMUYecKUX Mpoieccax). B atux crpykrypax II1I" HakanauBaeTcst
C BO3PACTOM, M HAKOILJIEHWE CUJIBHO YCKOPSIETCS MPU CaXapHOM JuabeTe.
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IlepBuuHBIE TIPOSIBICHUSI aHTMONATUM CBSI3aHbI C MOBpEXIeHWeM Oa3abHbIX
MeMOpaH cocynoB. bazaibHbie MemOpaHbl (BM) npencraBissior coboil IIEHKM, Ha
KOTOPBIX «pacTyT» BCe KJETKW OpraHM3Ma, KpoMe KJIETOK COeAMHUTEIbHON TKaHU
1 KPOBU: TI0 OIHY CTOPOHY PacIioiaraloTcs KJIeTKa I CJIOM KJIeTOK, a IPYroil CTo-
poHoil BM KOHTaKTHUpYyeT ¢ MEXKIETOUYHBIM MaTPUKCOM. DHAOTEINI KPOBEHOCHBIX
COCYZIOB, B TOM YMCJIe KalIMJUIIPOB, TOXKE pacIiojaraeTcst Ha 6a3aJbHBIX MEMOpaHax.
B otiiune ot Bcex Mpouyux OpraHoB B KalWLIsipax moyeyHoro kiayoouka bM Tpex-
cJIoliHa, a KJIETKU pacriojiaraloTcsl o o0e ee CTOPOHHBI.

JInadeTnyeckue Makpoanrmonatum. [lTopaxkeHUsT KPYMHBIX U CPEIHUX COCYIOB
cepala, Mo3ra, HU>XKHHUX KOHEYHOCTel 0ObIYHO UMEIOT (hOpMy aTepocKiiepo3a, OfHa-
KO Pa3BMBAIOTCS B ropa3no 6oJiee paHHEM BO3pacTe, YeM Y JIMII, He CTpagalolInX 11ua-
6eToM. CMEPTHOCTD OT CEPACUHO-COCYIUCTBIX 3a00JIeBaHUI TTPpU AUAOETe MTPUMEPHO
BTpOE OOJIBIIIE, YeM TIPHU IPYTUX (PopMax cepIeTHO-COCYINCTHIX 3a00IeBaHUIA.

BoJbIIMHCTBO MATOJOTUYECKUX M3MEHEHUI apTepuil MPOMCXOAUT B HMHTUME.
[ToBpexneHue B pe3ysibTaTe NMIMKWPOBAHUS MOXET HauuMHaThcsl ¢ bM MHTUMBI, B pe-
3yJIBTaTe U3MEHSIETCS pEaKTUBHOCTD KJIETOK (SHIOTEIMATbHBIX, TJIaIKOMBIIICUHBIX,
MakpodaroB) 1 HAUMHAETCS MOTIJIOLICHNUE JTUTIOIIPOTEMHOB U 00pa30BaHUE OJISIIIKH.
DTOMY CIIOCOOCTBYET XpOHMYECKHU ToBbIIeHHOE comepxkanue JITIOHII (ateporen-
Hbie JITT) B KpoBU O0NIBHBIX AUAOETOM.

BosMoskeH 1 Apyroit MeXaHW3M ITOBPEKIEHUS apTepHaIbHOM CTEHKM TP caxXap-
HOM JuabeTe — MIMKMPOBaHUE OEKOB, B YACTHOCTU KOJUIareHa v 2J1acTMHA, B Cpell-
HeM (media) 1 HapyxHOM (adventitia) ciosix. MexaHUYeCKre CBOMCTBA YIOPSIIOUYEH -
HBIX CETEBBIX CTPYKTYP, TIOCTPOSHHBIX M3 KOJUTareHa 1 2acTHA, UMEIOT pelriaoliee
3HauYeHue 1151 PyHKUMOHUPOBAHUS apTepUId.

AvarHocTuka n neyeHne caxapHoro anabera

HduarHo3 caxapHoro auabeTa 4acTo MOXKHO IMOCTaBUTh YK€ Ha OCHOBE XKaj100 00JIb-
HOTO Ha MOJIMYPUIO, MOJUAUIICUIO, MOJU(DATHIO, OIIYILIEHUE CYXOCTH BO pTy. OnHaKO
HepeaKo HEOOXOAUMBI CrielIMaTbHbIE MCCIEIOBAHUS, B TOM YMCIIe JJaOOpaTOpHBIE.

TonepaHTHOCTh K INIIOKO3€ OINPEAC/SIIOT MO0 €€ KOHLUEHTPAUUU HATOLIAK U IO-
cJie caxapHoit Harpy3ku. Korma KoHIeHTpalMs IJI0KO3bl B IJ1a3Me BEHO3HOW KPOBU
B TIpeJie/IaXx HOPMBI, T.. He TIpeBbIIaeT 6,4 MMoIb/J (y geTeii 7,2 MMOJIb/J) ¥ BO3Bpa-
IIaeTcs K HopMe yepe3 1,2—2 9, To 3TO SIBJIsIeTCS TToKa3aTeIeM 310pOBbs MalleHTa.
Ecau KoHueHTpauus TIOKO3bl HATOIIaK OoJibliie 7,8 MMOJIb/JI, TO 3TO CBUACTEb-
CTBYET O caxapHOM JMabeTe, U B 3TOM cllydyae HeT HeOOXOAUMOCTU MPOBOAUTH TECT
TOJIEPAHTHOCTH K TJIIOKO3€e. B Xo/1e JeueHuns KOHLIEHTPpaIMS TII0KO3bl HOPMaJIU3YeT-
cs1, XoTs1 conepkaHue HbAlc MoxkeT ocTaBaThCsl MOBBIILIEHHBIM.

DTO BO3MOXKHO ITOTOMY, YTO KOHIICHTPAIIUS TJITMKO3UIMPOBAHHOTO TeMOTJIO0MHA
MPOIOPLIMOHANIbHA YCPEAHEHHOM KOHIIEHTpALMK TJIIOKO3bl B KPOBM 3a TMOCIEIHUE
HECKOJIbKO HeIelb.
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AnpOymunypusa. B HopMe ¢ MOUOIi BBIBOIMTCS 32 CYTKU B CpeAHEM 8 MT aJlbOyMu-
Ha. CocTossHUe, KOT[a CYyTOYHOe BbIBeleHMe anboymuHa gocturaer 30—300 mr, Ha-
3bIBAlOT MUKPOATHLOYMUHYPUEH; MPU 3TOM KOHIIEHTpallusl aibOyMHA B MOUYe paBHa
20—200 mr/n. IIpy1 MHCYIMHO3aBUCUMOM CaXapHOM AMA0ETe MUKPOATbOyMUHYPUS
pelnko ObIBaeT B rieproa 5—10 et mocie mocTaHOBKM AMarHo3a nuadeTa, a IMmosiBUB-
IICh — HETMpepbIBHO yBeamumBaeTcd Ha 15—40% B ronm. MUKpoaTb0yMUHYPHST SIB-
JIIeTCs TIPEIBECTHUKOM ITHA0eTUIeCKO HedpoImaTnu, KoTopasi pa3BUBaeTCs depes
6—12 et mmociie Hayaja MUKpPOATbOYMUHYPHUU.

OCHOBHbIC TpPaAULIMOHHBIE METONbl JICUCHUSI WHCYJIMHO3aBUCHMOIO CaXapHOTro
nabera — 3TO AMETOTepanus, MUHCYJIUHOTEpanusl, a Takke crelpuieckue MeToabl
JIeYeHUST OCTIOKHEHWA.

K nuete mpu jedeHun guadera NpeabsIBISIOT CTporue TpedoBaHus: 4—5-KpaTHbIN
MpUEM MUIIY B TeYEHUE CYTOK, UCKIIIOUEHUE JIETKOYCBOSIEMbIX («OBICTPBIX») YIJIEBO-
IOB (caxapa, TTMBa, CIIMPTHBIX HAITUTKOB, CUPOIIOB, COKOB, CJIAJIKUX BUH, ITMPOKHBIX,
MevyeHbs1, 0aHaHOB, BUHOTPaaa M MOMOOHBIX UM IpoaykToB). MHorma cobironeHue
JIMeThl MOXKHO MCITOJIb30BaTh KaK €MMHCTBEHHbBIN MeTon jedyeHusl. OmHaKo ropasio
yalle MPUXOAUTCS MpuOerath U K ApyruM MeToJaM, TIpex/ie BCEro K MHCYJIMHOTepa-
. HCynmMHOTepanusi ocTaeTcss OCHOBHBIM MeTOIOM JiedeHusT. OHa MMeeT 1IeTbIo
MOAIEPXKUBATh KOHILIEHTPALIMIO MHCYJIMHA B KPOBU U MPEMSATCTBOBATD HAPYIIECHUSIM
CKJIaAMPOBAaHUS SHEPTrOHOCUTEJIEH, B OCHOBHOM TJIMKOI'€Ha U XXUPOB.

CaxapoItoHmXKalole mpenapaTsl Hanbojee MUpoKo W 3(GEKTUBHO TPUMEHS -
I0TCSI TSI JIEYSHUST MHCYJIMHOHE3aBUCUMOTO caxapHoro nuadera. OHM MpeacTaBiIsioT
€000i1 MPOU3BOAHBIC CYJIbMOHUIMOUYEBUHBI UM OUTyaHUIbl. MeXaHU3M JIeHCTBUS
9TUX JIEKAPCTB, HaliIEHHBIX AMIIMPUIYECKHU, 10 CUX IOP OCTAeTCsl HE BITOJIHE SICHBIM.
OO6IIMM IJIST HUX SBJISIETCS TO, YTO OHU CHIKAIOT KOHIICHTPAITMIO TJIIOKO3HI B KPOBH.

FopMOHbI, perynupyowme pocT U SHepreTuyeckne
noTpe6HOCTN TKaHeNn

OCHOBHBIMU TOPMOHAMM, KOHTPOJMPYIOIIUMU POCT, TP GHEpEeHIUPOBKY U SHEP-
roodecrneyeHre KJIETOK B MPOLIECCE POCTa, SBISIOTCS HOATHPOHMHBI U COMATOTPO-
nuH, 111 ropmoH pocta (I'P).

MoATUPOHUHBI — MPOU3BOAHBIE AMUHOKMCIOTH TUPO3UHA. OHU CUHTE3UPYIOT-
csl B IIIMTOBUIIHOM XeJiede B cocTaBe Oejika — Tupeoraodyauna (TI), koTtopslit 00-
pasyercsd Ha puOOCOMax SHAOIUIA3MATUIECKOTO PETUKYIyMa M CONEPKUT OOIbIIOe
KOJIMYECTBO ocTaTKOB TUpo3uHa (115 octatkoB Tup Ha Moiekyny TT'). C nmomolibio
anmnapata lTonpmku TI gocTaBasieTcst K mia3zMaTu4eckoit MeMOpaHe U 3KCKPETUpy-
€TCsl BO BHEKJIETOUHBIN Kojutona. Croma ke B KOJUIOMI IIOCTYITaloT UOHEL I, KoTo-
phIe Tepen 3TUM KOHIICHTPHUPYIOTCS 1 OKUCIISTIOTCS B KJIETKAX IITATOBUIHOM XKeJe3hl.
®epMeHT THPeonepoKCHaa3a HoaupyeT OCTaTKU TUPO3UHa B coctaBe TI 10 MOHO-
U AUHOATUPO3UHOB, KOHAEHCUPYET UX C 00pa3oBaHUEM TPU- U TETPalOATUPOHUHOB.
MomudumpoBaHHbIi TakuM oopa3oMm TI' cHOBa IocTyIaeT B KJIETKH, Ie IO Acii-
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CTBUEM JIM30COMAJIbHBIX (DEPMEHTOB PACLIEIISIETCS C OCBOOOXIEHUEM TPUIHOATHPO-
nnHa (T;) u Tupokcuna (T,), nnu TerpaiionTuponnna (puc. 11.7).

TopMOHBI TPaHCTTOPTUPYIOTCS MO KPOBU B KOMILIEKCE ¢ TUPOKCUHCBSI3bIBAIOIIIM
O0enkoMm. buonornuecku akTUBHON (opmoli HOATUPOHUHOB SIBJSETCSI HECBSI3aH-
HBbI1 ¢ 6eakoM T;, y KoToporo cpoictso K peuentopam B 10 pa3 Bbiite, yeM y T,.
ITocnenHuii paccMaTpuBalOT Kak 3aacHyo (popMy TOpMOHa, JIErKO MpeBpallaoly-
10cd B ieyeHu B T.

NH,
HO (0 CH,—CH—COOH

I I

3,5,3,5" — TerpaitontuponuH (T,)

NH,
HO O CH,—CH—COOH

|
3,5,3" — Terpaitontuponut (T,)

Puc. 11.7. CTpyKkTypa ropMOHOB LMTOBUAHOW »Kefe3bl

TupeouaHbie TOPMOHBI JIETKO MTPOXOAIT IIA3MaTUUYECKYIO U SIIEPHYI0O MEMOPaHbI
KJIETOK 1 B3aMMOJEHCTBYIOT C PEeLIENTOPHBIMM OeJIKaMU, BXOISIIIMMU B COCTaB XPO-
MaTHHa.

OHU peryanupyior:

e pocT U 1 hepeHIUPOBKY KIETOK;

e SHeproobdecreyeHue TKaHe.

CuHTe3 1 ceKpelnsi TOPMOHOB KOHTPOJUPYETCSl TUIOTaIaMO-TUITOo(U3apHON CH-
CTEMOM.

B pesynbrare BocnanieHust, U30bITOYHOTO MOCTYIICHUS iofa, ayTOMMMYHHBIX pe-
aKIMUI MOXET BOBHUKHYTH THIEPTHPE03. XapaKTePHbIMU MPU3HAKaMU 3a00JIeBaHUS
SIBJISIOTCS: YBEJIMUEHUE Pa3MEPOB IIIMTOBUIHOM XeJe3bl (300), yBeJMUEeHNEe OCHOB-
HOTo OOMeHa M MOTePsT MACChl Tela, MBIIIIEYHasl CJ1a00CTh, TTOBBIIIICHHAS TEMIIEpaTy-
pa, yyalueHue cepaleOneHnid, ITOTAUBOCTh U 9K30(DTaIbM (IIyderiia3ue).
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BcneacTBue HeTOCTaTOUHOCTH MOATUPOHUHOB Pa3BMBAETCS TMIIOTHPEO3. Y HOBO-
POXIIEHHBIX OH MPUBOJUT K MHOXECTBEHHBIM HapyIIEHUSIM (DU3UYECKOTO Pa3BUTHUS
1 HEOOpaTUMOM 33JIepXKKe YMCTBEHHOTO Pa3BUTUSI — KPETUHU3MY.

YV B3pOC/bIX COMPOBOXIAETCS CHUXXKEHHWEM YaCTOThl CEPACYHBIX COKpAILEHUMH,
CHUKEHUWEM OCHOBHOTO OOMEHa, BSJIOCThbIO, COHJIMBOCTHIO, YBEJIWYEHWEM MAacChl
tena. Ilpu Tszkenbix (popmax HAOMIOMACTCS CIM3UCTBIM OTEK KOXKU M TOAKOXKHOMN
KJIETYaTKu — MHUKcedeMa. YacToil MpUUYMHON TMIIOTMPEO3a Y B3POCIBIX SIBJISIETCS
XPOHUYECKMI ayTOMMMYHHbIi THPEOMIMT, CHVKAIOIIMIA MPOAYKIIMIO TopMOHa. ToT
K€ pe3yJIbTaT HaOII0AAETCs MPU HEAOCTATOYHOM MOCTYIJIEHWU MOJa U3 BOIbI U MTOY-
Bbl — JHIEMHYECKHii 300, CONPOBOXAAIONIUICSI KOMIIEHCATOPHBIM yBEJIUYEHUEM
>KEJIe3bl.

T'opmon pocta (I'P) cuHTe3upyeTcsi B coMaTOTPOMHBIX KJIETKaX MepeaHeil 1oau
runodusa. 1o cTpykrype sIBAsIeTCSI OAHOLEMOUYEUYHBIM MENTUAOM, COCTOSIIIIUM U3
191 aMMHOKMCIOTHOIO OCTaTKa C JABYMSI BHYTPULEMOYEUHBIMU AUCYJIb(GUIHBIMU
CBSI3SIMM.

Penienitopsl kK I'P BcTpeuatoTcsi Ha MHOTHX TKaHSIX, OCHOBHBIMU U3 KOTOPBIX SIB-
JISIIOTCSI TIeYeHb, KOCTH, MBILIILIBI U XKUPOBasi TKaHb. [OPMOH, B3aUMOEHCTBYS C MEM-
OpaHHBIM PeLENTOPOM, TepeaaeT CUrHal Yyepe3 TUPO3ZUHOBYIO MTPOTEMHKUHA3Y, TT0-
II0OHO MHCYJINHY, ¥ akTuBanuio pocdonumnasbl C. Cekpenust I'P ocodenHo 3HaunMa
JIJIS TIOCTHATAJIbBHOTO pOCTa, Pa3BUTHS peOeHKa M HOpMaJIbHOTO MeTaboIu3Ma yrie-
BOJIOB, JJUIMUA0B, aMMHOKHUCIIOT, MUHEpaibHOTro ooMeHa. I'P yBeanuunBaer:

e TPaAHCIIOPT aMUHOKUCJIOT B KJIETKU MBIIIL U YCKOpsieT cuHTe3 OeykoB, PHK,

JHK, obecnieunBasi poCcT TKaHEI;

e KOHIIEHTPAIIMIO IVIFOKO3bI 32 CYET CHUXKEHMUS €€ YTUIM3aluK rneprudepruiecKu-
MM TKaHSIMU (B YaCTHOCTHM MBIIILIAMU) U YCWIEHUS TJIOKOHEOTeHe3a U3 aMu-
HOKMCJIOT, B IEUeHU BO3pACTAET CUHTE3 TJIMKOTeHa;

e JIMMOJIU3 B XXUPOBOI TKAHU, MOCTYIUIEHWE U OKHCJIEHME XKUPHbBIX KUCJIOT B Tie-
YEHU;

® POCT KOCTel U CBI30K, NMOAAEPXKUBAsi MOJIOXKUTEIbHBIN OaslaHC KalbllUs, Mar-
Husa v Gocedaros U criocobeTByd 3anepxkke Na*, K™ u Cl—.

Henocrarounas cexpeuys I'P nprBoAUT K KAPJAMKOBOCTH, TOT/Ia KaK U30BITOUHAS
ceKpellus BbI3bIBaeT ruraHTu3M. M30bITouHAas ceKpelysi TOpMOHa Iocjie Mpekpalie-
HUS pOCTa JJIMHHBIX KOCTEW MPUBOAUT K AKpOMerajusm (pa3pacTaHUIO OTAeJbHbIX
OpraHoB).

11.3. Perynaunsa BogHoO-coneBoro oomeHa

V yenoseka Maccoii 70 KT Ha 10J110 BOJIbI PUXOAUTCSI OKOJIO 42 J1, U3 HUX 28 1 — 3TO
BHYTPMKJIETOUHas, a 14 1 — BHEKJIETOUHAS KUAKOCTb, U3 KOTOPBIX KPOBb COCTABJISIET
~ 3,5 1. Cpenu BelllecTB, pACTBOPEHHBIX B BOIHBIX Cpelax OpraHu3Ma, Beyllee MECTo
npuHaiiexut noHam Na't, obecrieunBaronm 95% 0CMOTHYECKOTO TaBIeHUSI TUTA3MBbI
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W UHTEPCTULIMAIBHON XUIKOCTU. Pe3kre n3MeHeHUsT B KOJTMYECTBE BOABI M PACTBO-
PEHHBIX B Hel coJieit OTIacHO [UTS XKU3HM, TTO3TOMY B OpPTaHU3ME CYIIECTBYIOT MEeXaHU3-
Mbl, 00ecrnieunBalolne MoAAepXKaHNEe ITUX MapaMeTPOB MTPAKTUUECKU Ha TIOCTOSTHHOM
ypoBHe. O0beM KUAKOCTU U KoHLeHTpalust NaCl peryaupyroTcs:

e aHTUAWYpeTUUYecKUM ropMmoHoM (AJLI), niau BazonpeccuHoOM;

® PEHUH-AHTUOTEH3UH-aJIbJOCTEPOHOBOM CUCTEMON;

e TIpencepaHbIM HatpuitypeTndeckuM dakropom (ITHD).

AnTtuauyperudeckuii ropmon (AJ/IT) npencrasisier co6oit HoHanenTua (puc. 11.8).

Lvc — Tup — ®@en — In — Acu — Huc — IIpo — Apr — Ity-NH,

Puc. 11.8. CTpoeHue aHTManYypeTryeckoro ropMoHa (AN, nnv BasonpeccuHa

TopMoH cuHTe3upyeTcs B BUIE MPOrOPMOHA B HEpOHAX TUITOTajiamyca, TpaHC-
TIOPTUPYETCS B 3aIHION0 JOJTIO TUITO(MU3a, TIe XPaHUTCS B COCTaBe KOMITIEKca ¢ Oel-
KoM HelipoduznHoM. B KpoBb ceKpeTupyeTcs Mpu MOCTYILIEHUU COOTBETCTBYIOIIETO
curHaia. [TeppoHavyanbHo AJII" GbUT Ha3BaH Ba30MPECCUHOM M3-3a CIIOCOOHOCTH CY-
>KUBaTh COCY/bl U MOBBILIATH KPOBSIHOE NaBAeHKUE MPU BBEACHUU B OPraHU3M B dap-
MaKOJOTUYEeCKMX J03aX.

CurHasioM UIsl CEKpeIMy TOPMOHA SIBJISIETCS TTOBBIIIIEHUE OCMOTHYECKOTO JaB-
JeHns TkaHeBo# xxuakocTth. g A cymecTByeT nBa TMma peuenTopos: V, u V,.
Penenitops! V, Tokann30BaHbI TOJIBKO Ha AMUTENATbHBIX KJIETKAX IMOYEK U Nepeaa-
0T CUTHAJI TOPMOHA uepe3 ajJieHWIaTIIMKIa3HY1o cuctemy. BHyTpukieTouHoe ocho-
pUIMpoBaHUE OEJIKOB COMPOBOXKIACTCS aKTUBAlLIMEl (haKTOPOB TPAHCKPUIILIUU, yUa-
cTBytolux B cuHTese MPHK, konupytolieil ctpoeHue 6eika akBanopuna-2. bynyun
CHUHTE3MpPOBaH, 3TOT OEJIOK BCTpanBaeTCs B MEMOpPaHY KJIETOK IMMTOYSUHBIX KaHAJIBIIEB,
o0pa3yeT BOIHBIC KaHAJIbI M 00ecreYnBaeT peadbcopoiumio Boasl (puc. 11.9).

B pesyibrare ocMoTuyeckoe JaBieHME BHEKJIETOUHOM KUIKOCTH YMEHbBIIAETCs
W yCTpaHsIeTCsl CTUMYJI, BbI3BaBLIUil BbineseHue Al U3 akCOHOB 3ajHel J0JIM TH-
nmousa B KPOBb.

Bce BHemoueuHble peLenTopbl MpuHamiexar K V,-tumy. OH1 padoTaloT yepes
nHO3UTON(hOChATHYIO CUCTeMY TIepedady CUTHaJIa U 3a CYeT YBEeJIWYeHUs] KOHIIEH-
Tpauuu BHyTpukieTouHoro Ca’" o6ecneuMBaOT Ba30KOHCTPUKTOPHOE IeiCTBHE
TOpMOHA Ha CTEHKU COCY/IOB.

B pesyabraTe TpaBM, MHGEKIUI, OITyXoJIei TUIToTajaMyca Win rTurtodgusa, Hapy-
meHuit nepeaaun curHana AJII' B KJIIETKU MOYEK CUHTE3 M CEKpPeLrsi TOPMOHA CHU-
JKaloTcsl. DTO COMPOBOXKIACTCS YBETMUEHUEM SKCKPELIMU pa3daBieHHON MOYM — MO~
JUypHeil (B TsDKeNbIx cirydasx g0 10 Ji/cyT) U KOMIIEHCATOPHBIM BO3HUKHOBECHUEM
y OOJTBHBIX YyBCTBA XKaxKabl. [1aToorus moxyuniia Ha3BaHNe — HecaXapHbIil quadeT.
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[Ma+]] --»Cexpauwa AL

HEAKTUBHARA dKTUBHAA
Wnayxrop-OH PSgne WHayk mp-DPOi'
HEZKTUBEHLIN AT Afl® AKTHBHLIRA

TPaHCKPUNLMA reHa

KriaTia aksanopuHa-2

novex l

MPHK
aksanopuHa-2

TpaHcnALMA
Benok akBanopui-2

PeabcopBuua HO ua moun

Puc. 11.9. MexaHn3m 0eNCcTBUA aHTUANYPETUYECKOrO rOPMOHa:
2% 9
NHaykTop-OPO; — 610K, CTUMYAVPYIOWMIA SKCIPECCMIO FreHa akBanopuHa-2

Penun-anruorensun-anbaocreponosasa cucrema (PAAC). B perynsuuu nabie-
HUS ¥ DJIEKTPOJIUTHOTO COCTaBa KPOBY IIIABEHCTBYIOIIAS POJIb TPUHAIICKUAT PEHIH-
aHTMOTEeH3UH-aJIbA0CTepOHOBOI cucteme (puc. 11.10). AKTUBAUMST 3TOW CUCTEMBbI
MPOUCXOAUT TPU CHUKEHUU oObeMa M JABJIEHUS KPOBU, KOTOPOE PErHCTPUPYIOT
OGapopelenTopsl moyek. B oTBeT Ha MOCTYMUBILMI CUTHAT B I0KCTArJIOMEPYJISIPHOM
armapare Moyek CUHTEe3UPYeTCs MPOTEONUTUYECKuii hepMeHT — peHuH. OH cekpe-
TUPYETCS B KPOBb, IIe B3aUMOACHCTBYET C CHHTE3MPOBAHHBIM B TICUEHU OCIKOM —
AHTMOTEH3UHOT€HOM U OTILIETUISIeT OT Hero ¢ N-KOHIIA JieKalenTu — aHruoTeH3uH 1.

DTOT NeNnTUL NOABEPraeTcs JOMOJHUTEIbHOMY IMAPOIN3Y MO AeHCTBUEM IPYTOi
MpoTea3bl — AaHrMOTeH3nHNpeBpamamero epmenta (AIIP), vau KapOOKCUANTICTT-
tuauianentuaasbl. AIT® cuHTe3upyeTcs B IeTKUX U 00HAPYKUBAETCS B TIa3Me KPOBU
1 9HAOTETUATBHBIX KJIeTKaX. OH OTIIeTUISIET OT aHrnoTeH3uHa | nunenTun ¢ C-KoHua
U o0pa3yeTcs oKTanenTua — auruoren3un 11, obnanaroiinii BBICOKOH hu3noiornie-
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Puc. 11.10. PeHnH-aHrMOTeH3MH-anbAoCTEPOHOBaA CUCTEMA

CKOIi aKTMBHOCTbIO. PelienTopsl K aHrMoTeH3UHY II nMeroTcst Ha riaaKoMbIILIeUHBIX
KJIETKaX, KJIeTKaxX KOpbl HAAMOYEUHUKOB U KaHasblieB HedpoHa. Ilepegaya curnana
B KJIETKM MUILIEHU OCYIIECTBIISIETCS Yepe3 HHO3UTO(ochaTHYyIO cHCcTEMY.

AnruoteH3uH Il npeacrapisier coboil camoe CUIbHOE 13 CYIIECTBYIOIINUX B Opra-
HU3ME COCyIOCYXKMBatomux cpeactB. Cyxkass coCyabl, OH TOBBIIIAET apTepruaaIbHOe
JlaBJieHVe, BbI3bIBAET XKaxay U OOyCIaBIMBAET MUTHEBOE MOBEAEHUE, CTUMYJIUPYET
CHUHTE3 U CEKPELUIO aJbAOCTEPOHA U TaKUM 0Opa30M YBEIUUYMBAET OCMOTUYECKOE
JaBJeHUE KPOBU.

AJBIOCTEpPOH — TOPMOH KOPbI HAIMOUYEUHUKOB, CUHTE3UPYETCSI U3 XOJIecTepoia
(puc. 11.11).

Ero opraHamMm-mMuIlleHIMM SIBIISIIOTCS KIJIETKM M3BUTHIX KaHAaJIbIIeB HE(MPOHOB
(puc. 11.12). bynyuu cTepOUIHBIM FTOPMOHOM, aJbJIOCTEPOH JEUCTBYET Yepe3 BHY-
TPUKJIETOYHBIE PEllEeNTOPbI, CTUMYJIUPYST CUHTE3:

e OeJKOB-IepeHOCUNKOB Nat, KoTopble 06ecrneynBaloT peadcopOLIMIoO NOHOB U3

MEePBUYHON MOUM B KJICTKU;

e (EIKOB-IEPeHOCYNKOB K, OCYIIECTBISIONINX 9KCKPELIUIO OTHX HOHOB B MOYY;
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IperneHoa0H Iporecrepon 11-/1e30KCHKOPTHKOCTEPOH

®

Ab10CTEpPOH KopTtukocrepon

Puc. 11.11. CuHTe3 anbpgocTepoHa:

1 — unToxpom P450 — oTwwennaowmii 60KoByio Lienb GepMeHT; 2 — 3B-ruapoKcuctTepons ae-
ruaporeHasa + A>*-usomepasa; 3 — 21-ruapokcnnasa; 4 — 11B-rugpokcunnasa; 5 — 18-rugpok-
cunasa + 18-rmgpokcmgermgporeHasa

e Na",K*-AT®a3bl, noauepKuBaroLieil pa3HOCTb KOHLIEHTPALIMU MOHOB Ha I1J1a3-
MaTU4YeCcKOil MeMOpaHe KJIETOK;

e (pepMEHTOB LIUTPATHOIO LIMKJIA, 0OecmeunBaImx oopazosanue ATD, HeoO-
XOJMMOTO JUIsl SHeproodecreyeHus: opraHa.

BbI3BaHHOE aJIbAOCTEPOHOM IOBBIIIIEHUE OCMOTUYECKOTO JaBJICHUS] KPOBU SIB-
JigeTcsl curHasioM ms cekperuud AL u 3agepkku Bonbl B opranusme. Bospociive
JaBjeHue 1 00beM KPOBY MO MEXaHM3MY OTPHULIATEIbHON 0OPaTHOM CBSI3U BBIKJIIO-
yaioT padbotry PAAC, 4To cOnmpoBOXIAeTCsI CHUKEHUEM CEKpeLMU PeHUHA, YPOBHS
aHrnotensuHa Il u anpnocrepona, Bazoaunataumeii u ypeanueHuem skckpeunn H,0
u NaCl ¢ Mouoit.

BxioueHne PAAC sBisieTcsl 9KCTPEeHHON Mepoil opraHu3Ma Ha yMEHbIleHUe
00beMa KUAKOCTU MPU KPOBOMOTEPsIX, AMapee, OOUIbHOI pBOTE, MoTeHuU. OaHaKO
1 TIpU HOPMaJIbHOM O0BbeMe M JaBJICHUM BKIIIOYEHHUE CUCTEMbI MOXET MPOU30UTH
B pe3yJjibTaTe CTeHo3a (Cy:KeHMsI) IIoYeuyHol apTepun. B pesyibrare gaBieHue KpoBU
BO3pacTaeT BEIIIIE HOPMEI M pa3BUBacTCs MoYedHas (hpopmMa runepToHud. [MmepToHmIo
MOXET BbI3BaTh U TUTMIEPITPOAYKIIMS aJIbAOCTEPOHA (TMMEPATbA0CTEPOHU3M), KOTOpAast
BO3HUMKAaET BCJEACTBUE TUIIEPTPO(PUM KIETOK KIIyOOUKOBOI 30HBI MOYEK, BbIpaba-
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Puc. 11.12. Posib afibgoCTepoHa B PEryAaLmMm 0CMOTUYECKOTO AaBSIEHNA KPOBU

THIBAIOLLIEH aJIbIOCTEPOH, VUJIU aleHOMBI HaAIMOYeYHUKOB. Peabcopbuus noHos Na*
1 TIOBBIIIEHNE UX KOHLIEHTPALIMU B TUIa3Me KPOBU CJIyKaT CUTHAJIOM ISl CEKPELU
AT u 3anepxku Bojbl. OQHOBPEMEHHO OTMEYAIOTCSI TUITOKAIUMeMus, N1eDULIAT 1O-
HOB Mg”?" 1 MblIlIeYHad C1ab0CTb.

IIpencepanbiii HaTpuiiypeTndeckmii pakTop (ITH®) npencrasiser cob0if COBO-
KYMHOCTb JIBYX TIENTUIOB, COCTOSIIIIUX U3 28 aMUHOKMCIOTHBIX OCTaTKOB (aTpUomnen-
TaH I) 1 MeHbIero yuciaa aMuHokucIoT (arpuonentun II) u conepkalux ogHy au-
CYIbMUAHYIO CBSI3b. DTU TOPMOHBI SIBJISIIOTCS] aHTaroHMcTaMu aHruoTeH3uHa Il1. Onu
CUHTE3UPYIOTCS U XPaHSTCS B KAPAMOMUOIIUTAX MPEICEPaNIA.

®akTopaMy, BBI3BIBAIOIIMMH MX CEKPEINIO, SIBSIOTCS: TOBBLIIICHUE apTepH-
aJIbHOTO JaBJ€HUS, YBEJUUYEHUE OCMOJIIPHOCTU TUIa3Mbl, YBEJIMYEHUE YaCTOThI
cepaueOreHnii, TOBbIIIeHNe KOHILIEHTpAlluM KaTeXOJaMUHOB U TJIOKOKOPTUKOU-
JoB. TKaHSIMU-MUILEHSIMU CIyXKaT KJIYyOOUKM TMOYeK U mepudepudyeckue apTepuu.
Peuentopsl [TH® umeior nomeHHoe cTpoeHue. [OpMOHBI CBS3BIBAIOTCS C TOMEHOM,
pacCITOI0KEHHBIM Ha HApY>KHOM TOBEPXHOCTU MEMOpPaHbI 1, U3MEHsISI KOH(POpMaIIUIo
pelienropa, MEepeBOMAT JAOMEH, OOJamalolIuii TyaHWUIATIUKIA3HOW aKTMBHOCTBIO
B akTUBHYIO (popmy. N3 I'TD obpasyercsa ul MD, KOTOpHIii aKTUBUPYET ITPOTEUHKU -
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Hasy G, cHuXaer comepxanue noHoB Ca?" B KJIETKAax M CTUMY/IMPYET PACILIUPEHUE
MMPUHOCSIINAX aPTEPUOI.

ATpUOIIENTHUHBI MOAABISIOT cekpelnio AJIL, peHrHA, albIOCTepOHA, PACILIUPSIIOT
COCYJbI U, IEMCTBYSI Ha CTaAUMU 00pa30BaHUs MEPBUYHON MOYM, YBETUUUBAIOT DKC-
kpenuio Bogbl 1 NaCl.

11.4. Perynauna o6meHa Kanbuua n pocdaros

B opranusme uenoBeka ~ 1 Kr Kanapuus: 99% HaxomuTcsi B KOCTSIX B (popme
ruapokcuanatura — Ca, (PO,)(OH),, aBrsiomierocs cTpyKTypHBIM KOMIIOHEHTOM
ckenera, a 1% Kanblns IPUCYTCTBYET B TUTa3Me KPOBHU B TpeX (hopMax:

1) cBoGOAHBIX MOHOB Ca®?;

2) B BUJIe KOMIUIEKCOB C OeKaMHU (IJIaBHbIM 00pa3oM ¢ aTbOYMUHOM);

3) B cocTaBe coJieil ¢ HuTpaToM, cyabdaroM win pocharom.

B nnasme KpoBUM MOHU3MPOBAHHBIN KablIMiA, KOHUEHTpALMs KOTOPOTO MO[I-
NMepXKUBAETCS B JOBOJBHO Y3KUX Tipenenax — 2,12—2,6 mmonb/ 1w 9—11 mr/ m,
SIBJISIETCSI OMOJIOTMYECKU aKTUBHOM (Dpakiiyeil, yuacTByolleil B mpolieccax Mbllled-
HBIX COKpallleHUH, CBEPThIBAHUSI KPOBU, aKTUBALIMU Psifia (pepMEHTOB, MbILLICUHOMI
1 HEPBHOM BO30YJAMMOCTHU, TIEpEAaYu CUTHATIA TOPMOHOB.

B opranuszme Mexay BceMu (poHAAMU KaiblLIMsl MTPOUCXOAUT aKTUBHbBIA OOMEH,
KOTOPBII PeryInpyeTcs NapaTropMOHOM, KaJbIUTOHMHOM U 1,25-THrHIpOKCHXO0JIe-
KaabnugeposioM (I KaJbIUTPHOJIOM).

ITapatropmon (IITT) cekpeTupyeTcss B KpOBb IMPU CHUXEHUW KOHLEHTpAUUU
KaJIbLIMA U CIIOCOOCTBYET YBEJIMUYEHUIO colaepKaHusa MOHOB Ca’’ B BHEKJIETOYHBIX
XKUIKOCTAX. [OpMOH CHUHTE3MpyeTcsl Ha puOOocOoMax IIepoXOBaTOro pPETUKYIyMa
KJIETOK TMapalliMTOBUIHBIX XeJie3 B BUJIE MPENpOropMoHa, cocrosiiiero u3 115 amu-
HOKMCJIOTHBIX OCTaTKOB. B Tmpoliecce TpaHCHOpTa B CEKPETOPHbIE TpaHyJibl MOMI-
BepraeTcs 4aCTUUHOMY IPOTEOJIM3Yy ¢ 00pa3oBaHWEM 3pesioil MOJIeKYJIbl TOPMOHA,
KOTOpasi COCTOUT U3 OJHOM MOJUNENTUAHON 1LIeNu, BKIoJatolieir 84 aMMHOKHUCIIO-
Tol. [Tonynepuon xusuu I1TT (t, /2) — OKOJIO 10 MUH ¥ 3aBUCUT OT KOHLEHTpALUU
Ca’*: mpu Huskoii Konuenrtpauun Ca?* cKopocThb Jerpagaluy ToOpMOHa CHUXAETCS,
a MpY BbICOKOW — YBEJIMYMBAETCS.

OpraHaMu-MUILIEHSIMM TOpMOHa SBsIOTCI KocTu U nouku. IITI cBsasbiBaeTcs
C pelienTopamu, JIOKaJTM30BaHHBIMU Ha TIJIa3MaTUUYECKOW MeMOpaHe 3TUX TKaHeu
U mepenaeT CUTHaJI Yepes aJeHWIATIMKIA3HYI0 cucTeMy. B KOCTHO# TKaHM pelier-
TOPbI K TOPMOHY HaxoJsTcsl Ha ocTeobsactax. [Ipy MoCTymieHUU CUrHajla OHU ce-
KPETUPYIOT UHCYJIUHONOA00OHBIN (pakTop | ¥ IMTOKUHBI, BBI3bIBAIOIIE MTOBBIIIIEHUE
MeTab0IMUYECKON aKTUBHOCTH OCTEOKJIACTOB, PE30POIIMI0 KOCTHOW TKAaHU U OCBO-
6oxnenune Ca’* u pocdaToB BoO BHEKIETOUHYIO XKUAKOCTh. B moukax [TTT ycunusaet
peabcopoumio noHos Ca’>" u3 moun u BeiBegeHME docdatoB. Kpome Toro, B moykax
IITT unayuupyet cuHTe3 1-ruaIpoKCUIa3bl, y9acTBYIOIIEH B CUHTE3€ KaJIbLIUTPUOJIA,
KOTOPBIi cTUMyInpyeT BeackiBanue Ca’’ B kumeuynuke (puc. 11.13).
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1.25(CH)0, Fadxa B perynauuy obMeHa KanbLusa:
@ 1,25(0H?)-D3 — 1,25-anruapoKcuxoneKkanb-
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KuiesHng Kootk

B pesynbrate B KPOBM BOCCTAHABIMBAETCs KOHLEHTpauus noHos Ca’*, a 51o no
MEXaHM3MY OTpUIIATEJIbHOW OOpaTHOW CBSI3WM BbI3BIBAET TPEKpalleHUE CEKpeLruu
TOPMOHa.

[Unepriasus Uy OMyXoJu MapaliuTOBUIHBIX XKeJle3 SIBJSIOTCS TPUIUHON rumep-
napatupeo3a, Mnpu KOTOPOM HaOJIIOAAaeTCsl M30BITOYHAS CEKpeLMsl MapaTropMoHa
U Kak clie[cTBUe — runepkanbiuemMus. [Tpu sToM HabI0naI0TC CHUXKEHWE HEPB-
HO-MBIIIIEYHO! BO3OYIMMOCTH U KalblM(UKALKS MITKUX TKaHed. ¥ OOJbHBIX OT-
MeuaeTcs 0011asi MblllieuyHasl cJ1aboCThb, ObICTpasl yTOMJISIEMOCTD, yyalllaloTcs ciiydyaun
TEPEIOMOB KOCTEN Y ITOYEYHO-KAMEHHOW 0O0JIE3HMU.

[Tpu rumonapaTupeo3se, Kak MpaBUio, BO3HUKAIOIIEM B pe3yJIbTaTe MOBPEXKACHUS
MapaliMTOBUIHBIX XeJie3 B XO/Ie OlepalMii Ha IUTOBUIHOMN XeJie3e, HabaoaaeTcs
CHUXKEHME KOHLEHTPAUU Kbl KPOBU. ¥ MallMEHTOB OTMEUYAeTCs CHUXKEHUE T10-
pora Bo30y>XJeHUsI HEPBHBIX U MBIIIIEUHBIX KJIETOK, TUIeppedieKchl, Cy10poru, Jia-
PUHIOCTIa3Mbl, HEBPOJIOTMYECKKE U ODTAIbMOJIOTMYECKHE HAPYIIIEHMUSI.

KanpuuTpron — cCTepouAgHBIM TOPMOH, sBisomuiicsas cuHepructom [ITT.
CuHTe3npyeTcsl B OpraHM3Me M3 XoJlecTepojla WM BATaMMHa D;, mocTynaroolero
B COCTaBe XXMBOTHOU nuiiu. O6pa3oBaHWe IHJOT€HHOTO KAJbIIUTPUOJIa HAYUHAETCS
B KOXE€, IJI€ XOJIECTEPOJI IEPBOHAYATIbHO OKUCIISIETCS B 7-1€TMAPOX0JIECTEPOII, a 3aTEM
non neiicreueM Y®O npespaniaercs: B Butamui D; — xonekanbuudepon. Butamun
MOCTYMNaeT B MeYeHb, TJe TMAPOKCUIUPYETCS C MOMOLIbIO 250.-TUIPOKCHUIA3bI C 00-
pasoBaHueM Kajbluuauosa. M3 rnedyeHu oH TpaHCIIOPTUPYETCSl B TTOYKU U CHOBA TH-
JPOKCUIUpYETCs oA AeCTBUEM 1oi-TUAPOKCUIa3bl ¢ 00pa30BaHUEM KalbLUTPUOJIA
(puc. 11.14).
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Puc. 11.14. CnHTe3 Kanbuutpuona:
1 — 7-xonectepongerngporeHasa; 2 — 25-rmgpokcmnasa nevyeHu; 3 — 1-rmgpokcunasa novyek

PenienTopbl KajgbLIMTpUOJa MMEIOTCSI B KJIETKaX KUIIEYHUKA, KOCTHOM TKaHU
u noyek. TOpMOH uyepe3 BHYTPUKIIETOYHbBIE PELENTOPLI MHAYLMpYeT cuHTe3 Ca*-
NepeHoCAIINX OeJIKOB, KOTOPbIe 00eCeunBAaloT BecachiBaHue MoHOB Ca’' 13 Kuiey-
HHKa ¥ peadCcopOLMIO X B IIOYKAX.
TakuM 06pa3oM BO BHEKJIETOUHOM XMIKOCTU MOBLIIIAETCA KoHUeHTpauus Ca’"
JI0 YPOBHSI, CMIOCOOHOTO 00ecneYuTh MUHEpaIu3alMl0 OpPraHMYecKOro MaTpuKca
KOCTHOI TKaHU. DTO OCHOBHAsI (PyHKLMS KaJbLIUTproja. OQHAKO eC/IU C TIOMOIIbIO
9TUX MEXaHU3MOB KOoHLeHTpauus Ca’" ocraeTcs HU3KOM, TOPMOH CTUMYJIMPYET pe-
30poumio koctu. Takoii ke addeKkT HadmozaeTcs Mpu Mepeo3nPoBKe BUTaMKUHa Dj.
HaubGonee yacTelM HapylleHHMEM B OOMEHE KaybLMsI, KOTOPBHIM HaOJromaeTcs
y JeTeil paHHero Bo3pacTa, SIBJIsIeTCsl paxuT. 3a00JieBaHUE pa3BUBAETCS MPU HEd0-
CTaTOYHOCTH BUTaMUHa D5 B opraHusme u gBiseTcs caeICTBUEM HapyIIEHUS MUHE-
panuzauuu kocteii. KocTHas TKaHb HE UMEET HEOOXOAUMOM KEeCTKOCTU U Y AeTeit
00Hapy:KMBaIOTCS pa3IMYHbIe AeopMaly cKeJeTa.
IIprunHaMu 3a00JieBaHUSI MOTYT OBITh:
® HEIOCTaTOYHOCTh BUTaMMHa D B MULIeBOM palioHe;
e HapyllIleHWe BCAaChIBAaHMS KMPOPACTBOPUMBIX KOMITOHEHTOB MUIIN B KUIIICY-
HUKE;

e HM3KMI1 ypOBEHb CHHTE3a HIOT€HHOIO BUTaMUHa D; B opraHn3sMe u3-3a Helo-
CTaTOYHOTI'O MpeObIBaHUS peOeHKA Ha COJTHIIE;

e nedeKThl B CTPYKType 250.-win lo-rugpokcuias, Hapylamolye mpeBpallieHue
BuTaMMHa D B KanbLUTpHOIL.
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Kanbuuronmn — nentuaHbiii ropmoH. CuHTte3upyetcs B K-kieTkax IIMTOBUI-
Hoii xefe3bl U C-KJleTKax MapaniMTOBUAHBIX XKeJie3, KaK BCe OeJKOBbIE TOPMOHBI,
B BUJI€ BBICOKOMOJIEKYJIIPHOTO TPEAIIECTBEHHUKA. [OPMOH SBJISIETCS aHTAarOHUCTOM
IITT 1 ocBoOOXIaeTCsl B KPOBb IIPU IMOBBIILIEHUN KOHLIEHTPALMU KalIbLUs B KPO-
BH. PellenTopsl K KabIIUTOHNHY OOHApYKeHBI Ha KJIeTKaX KOCTHOU TKaHWU W MOYEK.
Peanuzauust neiicTBUs rOopMOHA OCYIIECTBIISIETCS] Yepes3 aAeHWIATIIMKIA3HYI0 CUCTe-
My. KajgblIMTOHUH CHUXKAaeT aKTUBHOCTb OCTEOKIACTOB, MHTUOUPYET OCBOOOXACHUE
Ca’" U3 KOCTHOM TKaHU U CTUMYJIMPYET SKCKPELIUIO KaIbIKsI C MOYOIA.

Y >KeHILWH B TOCTMEHOTIay3¢ HaOII0aeTCsl CHUXKEeHME CEKPELIMU KaJIbIIMTOHMHA,
ITOCKOJIBKY CMHTE3 M CEKPEIINs 3TOr0 TOPMOHA 3aBUCAT OT MPOAYKIIUU SCTPOTCHOB.
CrencTBUEM 3TOTO SIBJISIETCS pa3BUTHE OCTEO0NOPO3a.

BnustHue oCHOBHBIX TOPMOHOB Ha METa0OJIM3M KJIETOK MpYBeaeHO B Tao. 11.3.

KoHTponbHble 3aaHNA, TeCTbl, 3agaun

3apgaHuA

1. Ucnionb3ys nanHble Ta0j1. 11.3, HaMUIIMTE CXeMBI IIPOLIECCOB, KOTOPbIE YCKOPSI-
I0TCS B [IEYEHU U IPYTUX TKAHSIX:

a) B aOCOpOTUBHOM IIEPUOJIE;

0) B MOCTaOCOPOTMBHOM IEepUOJIe U TTPU TOJOIaHUM.

Jl1s1 Kaxkoro npoliecca yKaxkuTe KiadeBble (DepMEHTHI U TOPMOHBI, TTOJ, BAUSIHU -
€M KOTOPBIX MPOUCXOAUT UX akTuBalus. Ha cxemax oTMeTbTe MeXaHU3MbI JeHCTBUS
TOPMOHOB Ha 3TH PETyJISITOPHbIE (DePMEHTHI.

2. Hepe‘II/ICHI/ITe CHUMIITOMBI CaxapHOTO nunadera. OObsICHUTE IIPUYNHLBI X BO3-
HUKHOBEHUS U Ha30BUTE METa0OJIMYECKIE IyTH, YCKOPEHUE NI 3aMEIJICHUE KOTO-
PBIX IPUBOAUT K NX ITOABJICHHIO.

3. 3anoysHUTE TAOIHILY.

XapakTepucTHKA FOPMOHOB, PETyJIMPYIONIMX BOJHO-COJIEBO 00MeH

WN3menenue
CurHan ans MexaHu3M
Crpoe- Mecto Oprasbi- MeTa00.JIm3-
Topmon CHHTe3a nepeaayu
HHe CHHTEe3a  MHIIEHH Ma B KJIeT-
U CeKpenuu CHTHAJa Kax

1. AAT
2. Ab10CTEpOH

3.[TH®
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4. N300pa3uTe mocieaoBaTeIbHOCTh COOBITUI, TPOUCXOASIIUX MTPU BOCCTAHOB-
JIECHUHU BOHO-COJIEBOI'O PABHOBECHUS TTOCJIE KPOBOIIOTEPU UM YMEHbBIIICHWSI BHYTPU-
COCYIMCTOTr0 00beMa KUIKOCTH.

5. [puBenyTe MPUIMHBI ITOYSTHON TUTIEPTOHUU.

6. 3amoHUTE TAOIULLY.

XapaKkTepuCTHKA TOPMOHOB, PEryIMPYIOINX 00MeH Kajabuusa u ¢hochaTo

WN3menenue
Curnan s MexaHu3m
Crpoe- Mecto Opranbi- MeTa00Iu3-
Topmon CHHTE32a nepesavu
HUe CHHTE3a MMUIIECHU Ma B KJIET-
1 CeKpenun CHrHAJIA
Kax
1. IITC
2. Kanpuurpuomn
3. KanpuroHuH
7. IlepeunciuTte Bce BO3MOXHbBIC TIPUUYMHBI paxuTa.
8. IlpuBenuTe IpUUMHBI 00pa30BaHMsI TOYECYHBIX KAMHEN.
TecToBble 3agaHunA
1. YeranoBuTe COOTBETCTBHE
T'opmonbI MexaHu3Mbl niepeiayd CUTHAJIA

A. UHCy/IuH.

b. IImokaroH.

B. Koptusos.

I IIpencepmHblii HATPUIYPETUUECKUIA
(hakTop.

J. AuruorensuH II.

1. AneHnnaTiMKIa3Has CUCTeMa.
2. MHo3utondochaTHas cucrema.
3. BHYTpUK/IETOYHbBIEC PELICTITOPHI.

2. YcTaHOBHTE COOTBETCTBHUSA
MexaHu3Mbl iepeiauu CHTHAJIA TopmoHnbI

A. AneHuIaTLUUKIIa3Hasl CUCTeMa. 1. ITapaTropmoH.
b. MnosutosdocdarHas cuctema. 2. IlpencepnHblii HATpUIAYpEeTUYE-

B. IyanunaTunkiasHast cuctema.
I. BHYTpUKJIETOYHbIE PELIENTOPHI.
J. MHCYJIMHOBBIN pelenTop.

CKUi1 (hakTop.

. Kaneuutpuoi.
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3. BoiOepure npaBuibHbi€ OTBEThI
OpraHbl-MUILIEHU TSI UHCYJIMHA:
A. TleueHs.

b. KuieyHuk.

B. Mubluinesl.

I. AnunouuTsl.

M. TToukw.

4. BpiOepuTe npaBUIIbHbIE OTBETHI
CuMIITOMaMM TUTIEPTUPEO3a SIBISIOTCS:
A. Tloteps Beca.

b. IToBhIIeHNE TeMIIEpaTypHI Tea.

B. JleTaprusi.

I. Muxkcenema.

M. Dk30(dTanbm (Iyderiasue).

5. BoiOepuTe NpaBUIbHBIE OTBETHI
OpraHBI-MUIIEHN TS TJIIOKAaroHa:
A. IleueHs.

b. MBbIIIbL.

B. Mosr.

I. ZKuposas TKaHb.

J. IMoukmn.

6. BoiOepuTe npaBWIbHbI OTBET

Ilepenaya curHanga o MOBBIIEHUN KOHLIEHTPALMK WHCYJIMHA B KJIETKU-MUILIEHU
OCYILIECTBIISIETCS YEPE3:

A. AneHnnaTuuKiIazy.

Bb. ®ochonumnazy C.

B. Tupo3uHOBYIO MPOTEMHKUHA3Y.

I. BHYTpMKIETOYHBIN perenTop.

M. ITporenHKMHAa3y A.

7. YcTaHOBHTE COOTBETCTBHE

TopmoHbI N3meHenus meTadoam3ma
A. NUHcynuH. 1. CHMXaeT KOHLIEHTPALMIO IIIOKO3HbI.
b. IttokaroH. 2. TloBbllIaeT KOHLEHTpaLuio noHos Ca’™.
B. IMapaTropmoH. 3. TToBbIIIAET KOHLIEHTPALNIO HOHOB Na™.

I. AxpgocTepoH.
J. KaimplIuTOHWH.
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8. BoiOepuTe npaBuibHbIE OTBETHI
WMHcynuH cTuMyIUpyeT CUHTE3:

A. IllukoreHa B me4eHU U MBIIIILIAX.
b. JITT-nuna3ssl.

B. Kunassr ochopuiasbl.

I. AxBanopuHoB-2.

. ZKupoB u3 yrieBomos.

9. BpiOepuTe NpaBUIIbHbIE OTBETHI

Koptuzou:

A. CuHTe3upyeTcs 13 X0JIeCTepoia.

b. Uurudbupyer cunte3 AKTT.

B. Unayuupyet cuHTe3 (pepMEHTOB INIIOKOHEOIreHe3a.
I. CHuxaeT cuHTe3 6€JIKOB B MbIIIIIAX.

J. YckopsieT BcachIBaHME X0JIECTEpoJIa.

10. BriOepuTe nMpaBHIIbHBIE OTBETHI

TupeounnHble TOPMOHBI:

A. CuHTe3MpyloTCsl B cocTaBe Oesika.

b. fBnstoTcst mpou3BoAHBIMU TpUMNTOdaHa.

B. O6pasyiorcs npu yyacTuu HOAUIOB.

I. CHuXamT KOHLIEHTPALIMIO [JIFOKO3bI B KPOBU.

. IepenaroT curHaN Yepe3 aaeHIWIATIINKIIA3HYIO CUCTEMY.

11. BoinoJHUTE MOCIEA0BATEAbBHOE 3aJaHIE

a) COPMOH ABA5encs I’l[)OLL?SoaHbLM AMUHOKUCAOMbL MUpPO3UHA:

A. NHcynuH.

b. AnpeHnanuH.

B. I'mtokaroH.

L AL

0) oH nepedaem cueHan 6 HCUPOBYH) MKAHb Uepes:
A. AneHUnaTLHUKIA3Yy.

Bb. ®ochonunazy C.

B. BHyTpuKI€TOYHBII peLenTop.

I. Tupo3uHOBYIO IPOTEMHKNHA3Y;

B) 6 adunoyumax aKkmueupyemcs:

A. Aunn-KoA-cuHTeTasa.

b. Auetun-KoA-kapbokcuiasa.

B. Cunraza BXK.

I. TopmonuyBcTBuTenbHas TAT -numnasa;

T) BblOPAHHbLIL (hepMeHm Kamanuzupyem:

A. Ilpespaiienue anetui- KoA B MaoHui-KoA.

425
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b. CuHTe3 maabMUTHUHOBOM KMCIOTHI.
B. Imoponus TAI no rmunepona u B2XKK.
I AxktusBanmo B2XKK B amnmi-KoA.

12. BeiOepuTe npaBuibHbIE OTBETHI

B perynsauuu oomeHa nonos Ca’* B opranusme y4acTByIOT:
A. ATbIOCTEPOH.

b. KajapuutoHuH.

B. Kampuurpuoi.

I Koptusou.

J. ITapaTropMoH.

13. BpinoJsinuTe nocjenoBaTeibHOE 3a1aHue

a) Ha CHuJceHue 00vemMa Kposu U3 HKCMA2A0MepPYIIPHbIX KAeMOK NO4eK 6 KpPOoeb
cexpemupyemcsi pepmenm:

A. TpurcuH.

b. PenuH.

B. Amunasa;

0) on Kamaauzupyem peaxKuyuro pacuenieHus:

A. benoxk — Ilentua-Jiu3 + Ilentun-Apr

b. Kpaxman — Manbro3a + M3omanbrosa.

B. AHTMOTEH3MHOTeH — AHTMOTEH3UH | + 6eNoK;

B) 00UH U3 NOAYYEHHbIX NPOJYKMOE danee npespaujaemcsi:

A. AHrnoreHsuH I - AnruorensuH I + qunenTtun.

b. Mansrosa — 2 k.

B. Ilentun-Apr — Apr + aMMHOKMCIIOTHI;

I') 8 NO4KAX 00UH U3 NOAYUEHHBIX NPOOYKMOB 8bl3bl8AeNn CUHME3:

A. benkos.

b. AxpgocTepoHa.

B. Iliukorena.

I K*,Na*-AT®asb1.

14. YcTaHOBHTE COOTBETCTBHE

IIpoueccobl, akTUBHpYEMble

T'opmomnbI
B KJIETKAX-MHILIEHSIX
A. ATbIOCTEPOH. 1. CuHTE3 ¥ BKJIIOUYCHUE aKBAaIIOPUHOB-2
b. ITapatropmoH. B IMOYEYHbIE KaHAJIbIIbI.
B. AHTUANYpeTUUYECKUIA TOPMOH. 2. Pe3opO1ms KOCTHOM TKaHU.
I KayibLIUTOHUH. 3. CuHTE3 1 BKJIIOUYEHUE B MOYEUHbBIE Ka-
M. TlpencepaHblii HATPUITypeTH- HaJIbLIbI OeJIKOB-TpaHcopTepos Nat,

yecKuil (hakTop.
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15. YcTaHoBuTE COOTBETCTBHE

ITaTosorun XapakTepHble NPOsIBJIeHUs 00J1e3HH
A. CtepouaHbIi 1ra0eT. 1. A3oTeMusi 1 a30Typusi.
b. HecaxapHblii nna0er. 2. YBeauueHue pasmepa OTAEIbHBIX Opra-
B. Akpomeranus. HOB.
I. TunepnapaTtupeos. 3. KanbLudukaiuys MIrkKux TKaHei.

M. TunepaabIoCTEPOHU3M.

16. YcTaHoBHTE COOTBETCTBHE

ITaTonorumn XapakTepHble NPOSIBIEHUS 001e3HH
A. Paxur. 1. ledbopmanuu ckenera.
b. [unepanbrocTepOHU3M. 2. [umeprirroKo3eMus ¥ TUTIEPIITIOKO3YPHS.
B. CaxapHblii nuaoeT. 3. DKckpeuust pa3dbaBIeHHOM MOYH.

I HecaxapHbiii nua0er.
. TunepnapaTupeos.

3apaun

1. [Ipemapar KammoTeH, MpUMEHSIEMBII ITPH JICYSHUW apTepUATbHOM TUIIEPTEH3NH,
COIEPKUT aKTUBHOE BEIIECTBO KAIITOIIPMII S, KOTOPBI MMEET CJIAYIOIIee CTPOEHUE:

CH,
o:f—{ﬂ—c%—ﬁi
N

Q/COOH

KaroreH siBisieTcss WHTMOMTOPOM aHTMOTEH3WHIIpeBpallialollero @epMeHTa
(AI1I®D). OObsIicHUTE, TOYEMY KarlOTeH OKa3bIBaeT TMIIOTEH3UBHOE AeiicTBUe. J1Ist OT-
BeTa:

a) HAIMIINUTE CXEMY CUCTEMBI, PEryJIMPYIOIIeil BOIHO-COJIEBOI OOMEH OpraHu3-

Ma, ¥ HA30BUTE BO3MOXKHbIE IPUUMHBI €€ aKTUBALIUU;
6) ykaxute poiib AI1® B 3TOIf cricTeMe M OTBETHTE Ha BOIIPOC 3aIauM.

2. Mukapauc HCHOJb3yeTcsl sl JIeYEHUS] apTepUalbHON TUIEPTEH3UU U CO-
TIEP>XKUT B KaueCTBe aKTUBHOTO BeIlleCTBA TeJIMUCApTaH. DTO COCNMHEHUE SIBIISIETCS
cneln(UIecKUM MHTMOUTOPOM pelienTopoB aHrnoTeH3uHa II. OHO BBITECHSIET aH-
ruoteH3uH 11 u3 cBa3u ¢ perentopamMu. CBA3b TeIMUCApTaHa C PEIIETITOPOM HOCUT
IUTATESIbHBIN XapakTep. OObsICHUTE, TToueMy TpernapaT MUKapauc OKa3blBaeT TUIIO-
TeH3uBHoe JelicTBue. Jlist oTBera:

a) HaIMLIMTE CXEMY IIPOLeCCa, YYaCTBYIOLIETO B PETYJISILIMUA BOAHO-COJIEBOrO 00-

MEHa opraHu3ma, 1 yKaxkxurte (pyHKIMIO aHrnoTeH3uHa II;



428 Buonorunyeckas xumusa

0) mpuBeaUTE BO3MOXHBIM MEXaHM3M MHIMOMPOBAHUSI PELIEIITOPOB TeJIMUCApTa-
HOM.

3. ¥ 6onbHOro oOHapy:XeHa MyTalys reHa pelienTopa aHTUIUYPETUIECKOTO rop-
MoHa Thna V,. KiimHn4ecku ata maTosorus BelpaxkaeTcsl B BbIISIEHUU MOUH J10 S J1/CyT
(Hopma — 1—1,5 1) u cHukeHuu ee TioTHocTH a0 1,005 (Hopma 1,020). OObsicHUTE
MPUYUHBI HAOIIOAaeMbIX U3MEHEHUI TToKa3aTeeii MOYMu.
JIJ1s1 oTBeTa yKaxXure:
a) Kakve TUIIBl PELENTOPOB CYIIECTBYIOT IS aHTUAUYPETUYECKOTO TOPMOHA,
U K KaKoMy 13 Hux cponcteo AT Boiiie;

0) JTOKaIM3aInio PeIeNTOPOB aHTUANYPETUIECKOTO TOPMOHa;

B) CXeMy OMOJIOTMYECKOTO IEWCTBUST aHTUINYPETUIECKOTO TOPMOHA, OITOCPEI0-
BaHHOTO B3aMMOJAEICTBUEM C PELIENITOPOM V,.

4. B npeBHMe BpeMeHa BeJUCh TeppUTOpUAIbHbIE BOMHBI U3-3a O0JaJaHUsSI Me-
cTaMU JOOBIUM COJIM, U LIEHHOCTH e¢ Obljla TAKOBa, UTO coygaTaM PUMcKol uMmnepun
TUIATUIIM COJIBIO 3a UX CIIyxK0y. dusnonornyeckas Hopma NaCl a1t B3pocioro 4yeio-
BEKa COCTAaBIISIET He OoJiee 5 T B IeHb, IPUUYEM CI0JIa BKJII0UEHA HE TOJBKO COJIb, KOTO-
pOIi MBI JOCAIMBAaeM MUIIY, HO U Ta, KOTOpast COASPXKUTCS B IpoayKTax. OObICHUTE,
B ueM 3akirouaeTcs rnojesHoctb NaCl. [TpuBeaute npuMepsl yuacTusi MOHOB HATPUSI
U xjjopa B MeTabosu3Me. JIto0oe Mmose3HOoe BEIIECTBO TPU 3JIOYITOTPEOJEHUN UM
CcTaHOBUTCH simoM. OOBSICHUTE, K YeMy MoxXeT mpuBecTu U30bIToK NaCl B palioHe.
VKaxuTe CrIocoObl peryasauny KoHueHTpauuu Na* B opranusme.

5. XKenmmna, 56 yet, Oblla HanpaBjieHa B OOJbHULLYY UTS YIAJCHUS KaTapaKThbl.
Kayob Ha camouyBCTBUE, KPOME YXYILIAIOLIErOCcsl 3peHusi, He ObL10. 20 JIeT Ha3al
OHa TiepeHecIa TUPEOUAIKTOMIIO. BBUTO MpoBeIeHOo MpeaonepallMoHHOe OMOXUMU-
yeckoe obclieJoBaHNe 1 TTOJTYYeHbI CIeIYIOIIe Pe3yJIbTaThI:

ChIBOpOTKA KPOBU Hopma
Kanbuuit 1,6 MMOJIB/7T 2,23—2,57 MMoIb/1
dochar 2,53 MMoOJIb/ N1 0,81—1,45 mmounb/n

YuuTbiBasi pe3yabTaThl aHAJIM30B, MIPEANOJOKNUTE, YeM MOXET ObITh BbI3BaHa I'-
nokajnbiemusd. s pereHus 3a1auyu OTBETETE Ha BOITPOCHI:

a) HEJIOCTaTOYHOCTHIO (PYHKIIMOHMPOBAHUS KAKOM XKeJie3bl MOXKET ObITh 00yC/I0B-
JICHA TUITIOKAJbLUMEMUS Y NTAHHOM ITAlIMEHTKM; KAaKOW OCHOBHOM FOPMOH 3Ta
JKeJie3a BbIpabaTbiBaeT;

0) 4TO SIBJISIETCSI CTUMYJIOM [IJIs CEKpeLlMM TOPMOHA 3TOM Xejie3bl U KaKoBa ero
GbyHKLMS;

B) Kakue elle KIMHUYECKHUE MPOSIBICHUST MOTYT ObITh Y JAHHOTO 3a00JIeBaHUSI KaK
CJIEICTBHE TUITOKAJIbLIMEMU I ?
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6. IMammeHT 06paTUIICS K Bpauy ¢ Xajo0aMu Ha MOCTOSTHHYIO XXKaxy, yIoTpeoJie-
HUe OOJIBIIOTO 00beMa KMIKOCTU, BBIIEJIEHUE 3HAUYUTEIHHOIO KOJWYECTBA MOYU
(6—8 1/cyt). I[1pu o6CcITen0BaHNM TTOJTYICHBI CICIYIONINE PE3yTbTaThI:

e KOHIICHTPAIIUS TIIOKO3BI B KPOBH — 5,2 MMOJIb/T;

e KETOHOBbIE Teia — OTCYTCTBYIOT;

e Moua OecrBeTHas, I1oTHOcTh — 1,002 (Hopma 1,020);

e KOHIEHTpALM TITI0KO3bl B MOUYE — HE OIpeeIsieTcs.

KaxkoBbI BO3BMOXHBIE TIPUUKMHEI TOJUYypUH y 60abHOro? [1pu oTBeTe TIpeacTaBETe
cxemy (byHKIMOHUPOBAHUSI TOPMOHA, HEIOCTATOUHOCTh KOTOPOTO TpHBeia K yKa-
3aHHBIM CUMIITOMAM.

7. BoabHOIM, cTpajaloliuii TMPEOTOKCUKO30M, TTOCTYUJI B XMPYPruyecKoe OT/ie-
JIeHUE 151 yAaJeHUs OQHOM 13 AoJIell M TOBUAHOM XKee3bl. [Tocae onepanyu cumii-
TOMbI TUPEOTOKCUKO3a MCUYE3JIM, HO MOSIBUIUCH CYJIOPOXHbBIE COKPAILEHUST MBIIIILL
JINLAa ¥ KOHeYHocTel. [1IpuBeanTe BO3MOXHbIE MPUUYMHBI HA0J1I01aeMOTO SIBJICHUSI.

8. Bo Bpemst J1aHOBOTO MEAUIIMHCKOTO OCMOTpA XEHIIMHA XaloBatach opTasb-
MOJIOTY Ha CJI€30TeUeHME, OLIYILIEeHNE «IIecKa B IJla3ax», OTEeYHOCTh BeK. Bpau Takke
OTMETUJI HaJIMYMe BhIpaxk€eHHOTO 3K30(Tajabma (Iyderjiasusl), IUILUIoNnuu (Hapylie-
HUE 3pEHUsI, COCTOsIIIee B IBOCHUY BUAMMBIX IIPEIMETOB) TIpU B3TJIsiae BBepX. B xone
00IIIeT0 0OCMOTpA BBISIBJICHA YBEJIMYEHHAs IIUTOBUIHAS XKeJle3a, IIPU MajIbIalliy JKe-
Jie3a ObLUIa MJIOTHOBaTasl U 6e30o0se3HeHHas. [Ipennonoxure, KakoMy 3a007€BaHUIO
COOTBETCTBYET coueTaHUe HabItogaeMbiX cuMOTOMOB. [Ipu oTBeTe Ha BOpoc:

a) 0ObSICHUTE MEXaHM3M Pa3BUTHUS TaHHOIO 3a00JIeBaHMS;

6) n3obpasure cxeMy CuHTe3a ropMoHOB T, 1 T,.

9. [MaumeHTy NOCTAaBUJIN IUATHO3 «CaXapHBI quabdeT». bojie3Hb mioxo momgaBa-
J1ach JiedyeHnto. Yepes rom mauMeHT Hadajl JKaJloBaThCs Ha YXyIIIEHUE 3pEHUS, TIPU
IMOBTOPHOM OCMOTpE ObUIM OOHAPYKEeHbI KPOBOMBIUSIHUS B CETYATKY, OTEKU, TTIOMYT-
HeHMe XpycTainka. Ha3zoBuTe oClIOKHEHUS caxapHOTO AuabeTa, Ha KOTOPhIe yKa3hbl-
BAlOT OMMCAHHbIE CUMIITOMbI, M YKAXKUTE MPUIMHBI 3TUX CUMIITOMOB.

10. bonbHOMY IIUTENIBHOE BPEMsI C JIEUEOHON Le/Ibl0 HA3HAYAIU Tpernapar, co-
JiepKalldil CTepOUIHbBIM TOPMOH KOpTU30J1. [Ipu miaaHoBoM 00C/ieT0BaHUM Y MallU-
€HTa OOHapyXeHbl HePe3KO BbIpaKeHHasi TUTMEPIIMKEMUsI, TTIOJIUYPUSI, TJIOKO3ypHs.
KeTtoHemust 1 KeTOHYpHUSI OTCYTCTBOBaIM. B Moue 0OHapyKeHO IOBBIILIEHHOE COIep-
>)KaHMEe MOYEBMHBI. YKa3bIBAIOT JIU TOJYYeHHBIE pe3yIbTaThl aHAJIM30B Ha HaJM4YMe
y 00J1bHOTO caxapHoro nuabera? OTBeT 000CHYITE.

11. ITpu 3apaxkeHnuu Bupycom Kokcaku B moBpexnarorcs B-KaeTKu MOAKe y104-
HOM >kesie3bl. Y OOJIbHBIX YEPE3 HEKOTOPOE BPEMs MOSBIISIIOTCS OTAbIIIKA, TOJIOBHAS
00J1b, TOJIOBOKPYKEHHUE, U30 PTa OIILyIIaeTcs 3arax alleToHa. be3 anekBaTHoro Jyieve-
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HUS OOJIbHBIE BIIAJAlOT B KETOALUMAOTUYECKYIO KOMY U MorudarT. OO0bsICHUTE MpU-
YHY BO3HUKHOBEHHUS KETOAIMA03a MPH TOM 3aboJieBaHUN. [1J1s aTOTO:
a) YKaXuTe, KaK MEHSIETCSI TOPMOHAJIbHbBIN cTaTyC OOJbHBIX;
0) u300pa3uTe cxeMbl MEeTaO0OJMUYECKMX ITyTei, aKTUBALMS KOTOPBIX MPUBOIUT
K HaKOILJICHWO KETOHOBBIX T€JI, U OTBETHTE Ha BOMPOC 3aa4uM.

DTaNOHbl OTBETOB K TeCTOBbIM 3afjaHNAM
1.1-b,2—1,3—

2.1—A,2—B, 3—F
3.A,B, T

4. A, B, 1

5.AT.

6. B.
7.1—A,2—B,3—T.
8. A, b, 1.
9.A,Bb,B, I.

10. A, B.

11.a) b;6) A;B) I; 1) B.
12. b, B, /1.

13.a) b;6) B; B) A; 1) b.
14.1—B,2—b,3 —A.
151—A,2—B,3—T.
16.1—A,2—B,3—T.

9
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Ilenu u3yyenus. 3HaTb U yMETb OOBSICHSITh:

e OCHOBHBIC 3Tallbl 00E3BPEXKMBAHUS B IIEUEHN HOPMAJIbHBIX METaOOJIUTOB, 00-
JIAJAI0IIMX TOKCUYHOCTBIO, U KCEHOOMOTUKOB; OCOOEHHOCTU WX TpaHCMOpTa
U BbIBEIEHU;

e BUIOBBIC, TCHETMUECKHE W BO3PACTHBIE OCOOEHHOCTH CHCTEMBI 00e3BpeKIBa-
HUS B TICUCHU;

e MOJIEKYJISIpHbIE MEXaHU3Mbl OMOTpaHC(hOPMAaLIUU JIEKapCTB B OpraHu3Me, UH-
JUBUIYaTbHOMN YyBCTBUTEIbHOCTU U TIPUBBIKAHUS K HUM;

e OCHOBBI XMMUYECKOTO KaHIIepOreHesa.

QOyHKUMN NneveHn

IMeyeHb — caMblii KPYITHBII OpraH B OpraHU3Me YeJI0BEKa U SKUBOTHBIX; ¥ B3pOC-
JIOTro 4ejioBeKa ee Macca 1,5 Kt XoTs neueHb cocTaBiiseT 2—3% Macchl Tejia, OHa 10~
mromaet oT 20 10 30% noTpebasieMoro opraHu3MoM KUCI0POA.

BaxxHeimmmu GyHKUMUSIMUY TTEUEHU SIBJISTIOTCSI MeTaboInvecKasi, 1eMOHUPYIOLIasi,
OapbepHasi, 3KCKpeTopHasi 1 romeoctatnyeckas (puc. 12.1).

Meraboanyeckas. [1pomyKThl paclleIICHUSI TTUTATEIbHBIX BEIIECTB MOCTYMHAIOT
B TIeYeHb U3 MUIIEBAPUTEIIBHOTO TPAaKTa Yepe3 BOPOTHYIO BeHY. B meueHu mporekaior
CJIOXHBIE MPOLIECCHl 0OMeHA OEJTIKOB M aMUHOKUCIIOT, JIMITUIOB, YIJIEBOAOB, OMOJIOTH-
YeCKM aKTUBHBIX BeIIeCTB (TOPMOHOB, OMOTreHHBIX AaMUHOB I BUTAMUHOB), MUKPOJJIC-
MEHTOB. B neuyeHu cMHTEe3UpyIOTCSl MHOTME BellleCTBa (HampuMep, TII0K03a, X0JIecTe-
POJI M >KeTUHbIe KUCIOTHI), HEOOXOAUMBIE ISl (PYHKIIMOHUPOBAHUS APYTUX OPTaHOB.

Jlenonupywomas. B meyeHu NpoucXoauT HaKOIUIEHUE IJMKoreHa. M3 medeHu
B OPTaHU3M ITOCTOSIHHO TTOCTYITAIOT MAaKPO3PTUUECKHUE COSAUHEHMST U CTPYKTYPHBIE
0JI0OKU, HEOOXOAMMBIE JIJISI CUHTE3a CJIOKHBIX MAaKPOMOJIEKYJI.

Bapsepnasi. B meuyeHu ocylectBiasieTcs 00e3BpexXuBaHue (OMOXUMUUecKast
TpaHchopMalus) 4y>KepoAHbIX U TOKCUUHBIX COeAMHEHUH, TTOCTYMUBIIUX C TTUIIECH
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OfmeH BalugcTs MTocTynnenine

B nNe-eHn
i B ORTEHAIM
(oBoamaqaHmR); - -

fiwarpancgop-

buocuHTea
[encHupomamse
Koupapein
Pacnan

NUTATENDHX
BELLE

Hia menyacsso-KnLE-Hono )‘. '
TREKTE, NOmWEnIoHHOR

MBFIE3E], CEneIeHk ¥ Kiusehi

Puc. 12.1. O6MeH BellecTB B MeyeHn

WM 00pa30BaBIIMXCS B KUILIEYHUKE, a TaKKe TOKCUUYECKUX BEIECTB 9K30I€HHOTO
TIPOMCXOXKICHMSI.

DKcKpeTopHad. M3 medyeHW pasnmuHbIe BeIleCTBa SHAO- M 3K30TE€HHOTO IIPO-
HCXOXIECHUS JIMOO TIOCTYNAIOT B XETYHbIE TIPOTOKU M BBIBOISITCS C XKeTUbio (Oojee
40 coemHEHMIA), JTMOO TTOTAAAIOT B KPOBb, OTKY/IA BEIBOASTCS ITOYKAMMU.

T'omeocTrarnueckas. [ledyeHb BBITIONHSIET BaskHbIE (PYHKIMU IO MOAIEPKAHUIO
MOCTOSIHHOTO COCTaBa KpOBU (romeocTtasza), obecrneuuBasi CUHTE3 M MOCTYIUICHUE
B KPOBb Pa3IMUYHBIX META0OJUTOB, a TaKXKe TOIJIOIIeHNe, TpaHC(hOopMaIInIoO U SKC-
KPeInio MHOTUX KOMITOHEHTOB TJIa3Mbl KPOBH.

O6MeH BelyecTB B NeYeHun

[TedeHb mpuHMMAaEeT ydyacTue B MeETa0OIM3ME MOYTHM BCEX KJIACCOB BEILECTB
(puc. 12.2).

MeTabo0u3Mm yrieBoaoB. [J10ko3a 1 Apyrrue MOHOCaXapubl MOCTYNAIOT B eYeHb
M3 TUIa3Mbl KPOBU. 37€Ch OHM TPEBPAIIAIOTCs B TIIIOK030-6-(ocdar u apyrue mpo-
IYKTBI TIIMKOJIM3a. 3aTeM TII0KO3a IeTTOHUPYETCST B BUAE pe3epBHOTO TTOIHMcaxapuaa
[JIMKOTEHA WK MpeBpalllaeTcsl B XKUPHbIE KUCTOThI. [1py CHUXXEHUM YyPOBHSI TJIIOKO-
3bl MIEYCHb HAUMHAET MOCTABJIITh [JIIOKO3Y 3a CUYeT MOOWIM3aluu TiaukoreHa. Eciu
3amac IJIMKOreHa OKa3bIBaeTCsl MCUEPIIaHHBbIM, [II0KO3a MOXET CUHTE3UPOBAThCS
B IIpoliecce IIIOKOHEOIreHe3a U3 TaKMX NPeNlIeCTBEHHUMKOB, KaK JIAKTaT, [UPYBar,
TJIALIEPOJT WY YTJIEPOTHBIN CKeJeT aMUHOKUCIIOT.

MeTa60u3M JumuaoB. 2KINpHBIE KUCIOTH CHHTE3UPYIOTCS B IIEUYEHU M3 alleTHITb-
HbIX OJIOKOB. 3aTeM OHU BKJIIOYAIOTCS B COCTAB XKUPOB U (pochonunuaon, KOTOpbie
MOCTYNAlOT B KPOBb B (popMe TUMONMPOTEMHOB. B TO e Bpems KUpHbIe KMCIOTHI TTO-
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MeTaGonmam MeTatbonwam MeTabonuam BuotpancdopMaunn
YImMesogaos nunkaos AMMHOKMENDT
CTEpOUIHGIE TOPMOHE

PRI HADHBIE KHOROTR EAMAHOKACROTE HEMYHBID MHMMMEHTI
ranakToaa HUpbL MOHEBNHE ATAHCN
hpyKToaa KETOHOBLE TEna NERAPCTREHHBIE
MEHHDIE XOnecrepon MeraBonmam BetRCTaS
naHToaE HEMHHBIE HCNOTH Ry
NAaKTaT BHTAMWHLI
rALBABOA KpOEK
ikl MANONPoTEnHL

ArbOymnn

hanTops

KDAMYNALMI

MopMEHEl

MEpMEHT R

Puc. 12.2. OyHKUUN NeyeHn

CTYMaloT B MeUyeHb U3 KpoBU. /1151 aHeproodecneyeHuss opraHu3Ma 0oJiblIoe 3Haue-
HUE UMEET CBOMCTBO MeYeHU KOHBEPTUPOBATh XKUPHBIE KUCIOTHI B KETOHOBBIE Tea,
KOTOPbIE 3aT€M BHOBb MOCTYITAIOT B KPOBb.

B neuenm upet cuHTe3 Xojecteposia U3 aneTuia-KoA. 3aTem xojiecTepoll B cocTaBe
JIMTIONPOTEMHOB TPAHCIIOPTUPYETCS B Apyrue opraHbl. M30bITOK xosecTeposia npe-
BpalllaeTcs B KeJTYHbIE KMCIOTHI M BBIBOAUTCS M3 OpraHu3Ma C KeJI4blo.

MeTa060a13M aMHHOKHUCIOT M 0€JKOB. YPOBEHb aMUHOKHUCIIOT B IJIa3Me KPOBU
perynupyeTcs ieueHbto. MI30bITOUHbIE aMUHOKHCIIOTHI PACILEIUISIIOTCS, aMMHUAK CBSI-
3bIBAETCS B LIMKJIE MOYEBUHBI, MOUEBMHA MIEPEHOCUTCS B IIOUKU. YTIICPOIHBIN CKEJET
AMWHOKMCJIOT BKITIOYAETCS B IPOMEXYTOUHBII METa0O0IM3M KaK UCTOYHUK JUIST CUH-
Te3a INIIOKO3HI (TJIIOKOHEOTeHe3) MJIN KaK UCTOYHMK 3Heprun. Kpome Toro, B IrleyeHn
OCYILECTBIISIIOTCSI CHHTE3 U paclleryieHue MHOTMX O€JIKOB TJ1a3Mbl KPOBM.

buoxumuyeckas tpancpopmanusa. CtrepouaHble TOPMOHBI U OMIMPYOUH, a TaK-
JKe JIeKapCTBEHHBIE BEILIECTBA, 3TAHOJI U IPYrie KCEHOOMOTUKHM ITOCTYNAIOT B IIEUEHb,
IJie OHX MHAKTUBUPYIOTCS U TIPEBPAIAIOTCS B MOJISIPHBIE COETMHEHUS.

JlenonupoBanue. [leueHb CIy>KUT MECTOM JEITOHUPOBAHUS SHEPTETUYCCKUX pe-
3epBOB OpraHu3Ma (CcoaepKaHue TTIMKOreHa MoXeT JocTurath 20% Macchl TTeYeHM ).
B meyeHu TakxKe IENOHUPYIOTCS MHOTHE MMHEpajbHbIE BELIECTBA, MUKPODJIEMEH-
TBI, psi BATAMUHOB, B TOM YKCIIE XeJjie30 (0KoJio 15% Bcero xesesa, comepKalierocs
B OpraHu3Me), peTuHOI, BUTamMuHsl A, D, K, B, u ¢onuesas kuciora.

KomMmneHcaTopHbie pyHKLMN NeYeHn

TxaHu BeICIIMX OPTraHM3MOB HYXIAalOTCA B ITIOCTOAHHOM IIPUTOKE OoraThIxX OHEP-
TUEN BEILIECTB U IpeAIIECTBEHHUKOB 1JIsd CMHTE3a 0oJiee CI0KHBIX MaKpOMOJIEKYII.
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IToTpebHOCTM OpraHu3Ma 00eCIIeUMBaIOTCs 3a CUYET MUTAHMSI, OJHAKO OHO ObIBaeT
HeperyJIsIpHbIM U HepaBHOMEPHBIM. [lepepbIBBI B MOCTYIUIEHUN TUTATEIBHBIX Be-
IIECTB KOMITIEHCUPYIOTCSI TeUeHbI0, KOTOpasi BMECTe C JAPYTUMU TKaHSMU, MPEXIe
BCETO XXKMPOBOI TKAHbIO, BBITIOJHSIET KOMIIEHCATOPHbIE (DYHKIIUU.

B Ouoxumuy nuTaHus NPUHATO pa3inmyaTh da3y adcopOouuu u ¢asy nocradcopo-
LIMM, KOTOPast OXBATbIBAET COCTOSTHMSI OPraHU3Ma BO BpeMs pa3rpy30UHbIX JHEH (B TOM
YHCJIe TIPU COOMIOAEHMH T10CTa), BIUIOTH JI0 TTOJIHOIO rojionanus. Ilepexon mexmy aTu-
MU OBYMs (hazaMu ompenesisseTcs] KOHIICHTpaIMeil 00oTaThIX SHEpTUeil COeqMHEHMI
B IJIa3Me KPOBU U PETYJIMPYETCsI TOPMOHAMU U BeTeTaTUBHOM HEPBHOM CUCTEMON.

®aza abcopbuun

®a3za abcopbuny (YTUIU3aLUU U IeTTOHUPOBAHMST) HAUMHAETCSI HETTOCPEACTBEHHO
¢ MpreMa MUK 1 IJTUTCSI IpUMepHO 2—4 4. 3a cyeT repeBapuBaHus MUK B IJ1a3Me
KPOBU BPEMEHHO YBEIIMYMBAETCSI KOHLIEHTPALIMS TJIIOKO3bl, aMUHOKHUCIIOT U XXUPOB
(Tpuauuirauiepoion) (puc. 12.3).

IMomxenynouHas xxeje3a OTBEYaeT Ha 3TO U3MEHEHMEM BbIOpOCca TOpPMOHOB: yBe-
JINYEHUEM CeKpeLIMU MHCYJIMHA U YMEHbIIIEHUEM CEKPELIMM IJIFOKaroHa. YBeJnueHue
COOTHOILEHUSI MHCYJIVH/TJIIOKAaroH B COYETaHUU C OOraThIMU 9HEpruei cyocTpaTaMu

Hepexas
THaHE

‘Tpuauun-
TMAULERKMH

|

Brupsi)
7

HUpoRARA TKaHbL

[Frioxosal Ewaum::ncnmg
N\

Mogwenynouyan

Mo
He Henesa

aHeproHoCHTENER

Ky

Puc. 12.3. ®a3za abcopbuumm
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CTUMYJIMPYET Iepexo TKaHell (0COOEHHO MeYeHU, MBIIIIEYHON U XKMPOBOM TKaHE)
B aHAa0OJIMYECKYIO (ha3y.

B nedeHu M3 mocTymawIyMx CyOCTpaTOB CUHTE3UPYIOTCS TJIMKOTeH U KUPBHI.
[TTuKoreH 1enoHUpyeTCsl BIIEYEHU, KU PbI B BUJE TUTMOTTPOTEUHOB O4€Hb HU3KOM IJI0T-
Hoctu [JITTIOHIIT (VLDL)] noctynatoT B KpoBb. B MbIIIIEUHOI TKAHU TaKXkKe 3a CUET
[JTIOKO3BbI TTOTIOJIHSETCS 3arac IJIMKOreHa, a U3 aMMHOKUCIOT CUHTE3UPYIOTCS OEIKU.
B upoBy10 TKaHb XHUPBI TTOCTYIMAIOT U3 TIEYSHU U KEITyTOUHO-KUIIIETHOTO TpaKTa
(B coctaBe xunomukponoB u JITIOHII), a 3aTrem nenoHUpyIOTCs B BUIE KUPOBBIX Ka-
nesib. Cep/ilie 1 HEPBHAsI TKaHb MCMOJIb3YIOT TJIOKO3Y B KaUeCTBE UCTOUYHUKA SHEP-
run. KineTtky cepedHoi MBI SIBISIIOTCSI B UBBECTHOM CMBIC/IE «BCESIAHBIMU», TaK
KaK OHU MOTYT IOJIy4yaTh 9HEPIUIO U U3 IPYTUX CYOCTPATOB.

®asza nocrabcopbumn

I1pu npexkpallieH1uy NOCTYIIEHUs ITUIII BCKOPe HaunHaeTcs (pa3a moctadbcopoumm.
DTa cTaaust HAUMHAETCsl C UBMEHEHUST CEKPELIMU TOPMOHOB MOKETYI0YHON Kee3bl:
Tenepb a-KJIETKU CEKPETUPYIOT OOJIblIE TIIOKAroHa, a B-KJIETKU MPeKpallaloT ceKpe-
LMo MHCYyIMHa. Hu3koe cooTHOLIeHE MHCYIMH,/TTIOKAroH B T1a3Me KPOBU 3aITyCKaeT
MpoI1IecC MPOMEXYTOUHOTro MeTaboIM3Ma B 00paTHOM HarpasaeHUU. Ternepb opraHu3m
TIOJIKEH BEPHYTHCS K UCTIOb30BAaHUIO COOCTBEHHBIX IHEPTETMUECKUX pe3epBoOB. B op-
raHU3Me HauMHAeTCs paclieTUIeHUe 3aITaCHBIX BEIIIECTB — TJIMKOTEHA, XKUPOB, OEJTKOB,
¥ HAUMHAETCSI CUHTE3 OOTaThIX HEePryeil BeIecTB B IieueHu (puc. 12.4).

<«—{Tniovcaa)  [EmuHorcnoTel)«— 7
it

Hepauaa

MeaxenynouHas ;;:}

xmaa@ L

Puc. 12.4. ®a3a noctabcopbuum
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B neuyeHu mpoucxoaut MoOuau3auus riaMKoreHa (riamkoreHonus). IlomydyeHHas
TJTIOKO03a UCITOTb3YeTCs UTS 00eCTIeUeHNST IPYTUX TKaHEH, TTpeKe BCero Mo3ra, KOphl
HaJMOYEYHUKOB U 3PUTPOLIMTOB, HE paCIojaraloliux COOCTBEHHBIMU pe3epBaMU
IJ10K03bl. Eciiv cycTsi HECKOJIbKO YacoOB pe3epBbl TJIIOKO3bI B IIEYEHU OKaXKyTCsl UC-
yeprnaHHbIMM, YCUJIMBAETCsl Mpoliecc IokoHeoreHesa. CyOoCcTpaThl MOCTYMAIOT U3
MBI (AMUHOKHUCJIOTBI) M XKMPOBOU TKaHU (IyIuiepos). BeIcBOOOAMBIIIMECS KUP-
HBbIE KHCJIOTHI HCIIOJNB3YIOTCS TIEYEHBIO JJISI CUHTE3a KETOHOBBIX Te (KETOTEHE3),
KOTOPBIE HAIIPABIISIIOTCST B KPOBb 1 CIIYKAT BAXKHEHIITM UCTOYHUKOM SHEPTUH B T10-
cTabcopOTUBHOI (haze.

B MblI1I11aX pe3epBbl MTHOKO3bl B BUJIE INIMKOTEHA UCMOJIb3YIOTCSI UCKIIOYUTEIbHO
JUIST COOCTBEHHBIX HYXI. AMUHOKUCIIOThI, 00pa3yroliuecs 3a c4eT MEeJIEHHOTO pac-
HIETIJICHNST OEJIKOB, MOCTYMNAIOT B MEYeHb W YTUIU3UPYIOTCS B Mpolecce MIIOKOHEO-
reHesa.

B xupoBoif TKaHN TOPMOHBI MHUITMHUPYIOT JUITOIN3 ¢ 00pa30BaHUEM TJIUIIEPO-
Jla ¥ KUPHBIX KUCJIOT. ZKUpPHbIE KUCIOTHI CY>KaT UCTOUYHUKOM 3HEPIMU BO MHOTUX
TKaHSIX (3a UCKJIIOUEHUEM MO3ra U 3PUTPOLIMTOB). BakHBIM MPUEMHMKOM XXUPHBIX
KUCJIOT SIBJIIETCS TMIeUeHb, IIe OHU UCIIONb3YIOTCS JUISI CUHTE3a KETOHOBBIX TeJl.

MeTabonusm yrnesogoB

[1roko03a HapsIay ¢ XKUPHBIMU KUCIIOTAMU 1 KETOHOBBIMU TEJIaMU SIBJISIETCST BAKHET -
UM UCTOYHMKOM SHEPTUM. YPOBEHB IJTIOKO3BI B KPOBU TMOIAEPKUBAECTCS TTOCTOSIH-
HBIM — 4—6 MM (0,8—1,0 1/11) Garomapst TOHKOU PETYJISIIIMI TIPOILIECCOB €€ TTOCTY-
MieHus1 ¥ notpedaeHust. [oKo3a mocTynaeT U3 KMIleYHUKa (3a cueT repeBapruBaHust
muiy). [Ipy 3ToM nedeHb BBINOMHAET (DYHKLUIO «IJIIOKOCTaTa»: B (ase abcopOumu
[JII0OKO3a MOCTYIMAaeT B MeueHb U3 KPOBY U HaKaIuIMBaeTcs B Buae rvkoreHa. [pu ne-
¢urure roKo3kl ((paza moctabcopOIMK, TOJI0IaHNE) IIEYeHb, HAIIPOTUB, IIOCTABJISICT
[JIIOKO3Y, KOTOpast 00pa3yeTcs 3a CUeT MPOLIECCOB TTIMKOTEHOIN3a U TITIIOKOHEOTeHe3a.

ITeyeHnb obGagaeT CBOMCTBOM CHMHTE3UMPOBATh INIIOKO3Y M3 JAPYIMX caxapoB, Ha-
npuMep (PPYKTO3bl U TajlakToO3bl, WK U3 IPYTUX MNPOAYKTOB MPOMEXYTOUYHOTO Me-
tabonu3ma. [IpeBpailieHUe 1aKkTaTa B IJI0KO3y B LMKIe Kopu 1 alaHWHA B TJIIOKO3Y
B LIMKJIE aJlTaHWHA UTpaeT 0coOyI0 poJib B 00eCIieYeHUM S9HEePTUeil 3pUTPOLIUTOB U Mbl-
LIEYHbBIX KJIETOK.

Heob6xoguMbIMu yCIIOBUSIMU aKTUBHOIO YIVIEBOOHOTO OOMEHA B TEYCHU SIBJISI-
I0TCSl 0OpaTUMBbIMA TPAHCIIOPT caxapoB uepe3 Tia3MaTUYecKylo MeMOpaHy reraro-
LMUTOB (IIPU OTCYTCTBUU KOHTPOJIST MHCYJIMHOM) U Hajamdue (epMeHTa TIII0K030-6-
(docdarassl, BEICBOOOXAAIOIIETO NTIOKO3Y U3 TITI0K030-6-(ocdara.

MexaHun3mMbl 06e3BpeXxnBaHnsA
TOKCMYECKMNX BELLeCTB B NeyeHun

BemectBa, He McMoJib3yeMble OPraHM3MOM, Ha3bIBAIOTCS UYXKEPOAHBIMU Bellle-
ctBamu (KceHoOMoTHKAamMu). OHM, KaK TIpaBUIO, MOABEPraloTCs XMMUUECKOM MOIM -
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¢dukauuy (IETOKCUKALIMM) U YOAISIOTCS U3 OpraHM3Ma. DTU BelllecTBa MOTYT I10-
MMajgaTh B OPTaHM3M C TIUIIEH, Yepe3 KOXKY MU IyTeM BabixaHus. O0e3BpeKuBaHUIO
MOZIBEPTalOTCs BEIleCTBa, obpasyomurecsa B oprannsme: NH;, mentuaHele u ctepo-
WIHBIC TOPMOHBI, KATeXOJIaMUHbI, TIPOIYKTHI KaTa00JIM3Ma TeMa, TTPOIYKThI THHECHUSI
aMMHOKUCJIOT B KUILIEYHUKE. JIeKapCTBEeHHbIE BEllleCTBA MOTYT BBIBOAUTLCS U3 Opra-
HU3Ma B HEM3MEHEHHOM WY MOIU(UIIMPOBAHHOM BUIIE.

O06e3BpekMBaHNE TOKCUYHBIX BEIIECTB MPOMCXOAUT ITyTEM XMMUYIECKOM MOIM-
¢ukauuu B nBe ¢as3nl. B I ¢ase BemiecTBO yalle BCero MOABEPraeTCsl THAPOKCUIN-
poBaHuto. Bo Il daze npoucxoauT peakuusi KOHbIOTAIMK; MPOAYKT, KaK IMpaBuio,
XOPOLIO paCTBOPUM U JIETKO yaaJsIeTcsl U3 opraHusma (puc. 12.5).

KeeroBuoTue

Moyka

MousTouHmK

Mugpohobbse FuapodmngH=e
METATONWTE METAE0NHTH
Kan Moka

Puc. 12.5. MeTtabonnsm v BbiBeeH1E KCEHOONOTUKOB
13 OopraHn3ma:
OR — npogykT Il ¢a3sbl, roe R — pagvikan, ncnonbsyemblii npu
KOHBlorauum (FyTaTUOH, FIOKYPOHWUA U Ap.); M — MoneKynapHas
macca
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B mem0Opanax sHAoILIa3MaTUYECKOro peTukyayMa (9P) mpakTuuecku BCex TKa-
Heli JIOKaJIM30BaHa CUCTeMa MUKPOCOMAJIBHOTO (MOHOOKCUT€HA3HOI0) OKUCIICHMS,
oTBeuatolas 3a TeueHue I (paspl 00e3BpexxBaHMsI. DTa cucTeMa HauboJiee aKTUB-
Ha B nevyeHu. B kieTkax HeKOTOpbIX TKaHel (HarmpuMep, B KOpe HaJAlOYeYHUKOB)
OKHUCJIMTEbHAS CUCTEMA JIOKAJU30BaHa B MeMOpaHaX MUTOXOHAPUIA.

OcHOBHBIE (PEPMEHTBI, yYACTBYIOILKME B OKUCITUTEIBHON CUCTEME: LIUTOXPOM P5-
penykrasa — aaBonporent (kopepmeHT FAD wim FMN), nuroxpom Pjs.

Lutoxpom P,5, MOXET CBSI3bIBATh B AKTMUBHOM LIEHTpPE JIMITOGMUIBHOE BELIECTBO
RH u monexyny xkucnopoga. OnuH aToM KHCJIOpoAa IMPUHUMAET 2¢ U IIePeXOIuT
B hopmy O,~. JIoHOPOM 371eKTPOHOB 1 TIPOTOHOB siByisieTcss NADPH + H*, kotopsiii
okucisiercsl LUToxpoM P, -penykrasoit. O,- BzaumozeiicTeyet ¢ nporoHamu: O, +
2H* — H,0, u obpa3syercst Bona. BTopoii aToM MOJEKyIbl KMCIOPOIa BKIHOYAETCS
B TMIPOKCWIBHYIO rpyIiny BemectBa R-OH.

CyMMapHoOe ypaBHEHME peakluy THAPOKCUIpoBaHus BemecTBa RH dhepmenTa-
MU MUKPOCOMAJIbHOTO OKMCJICHUSI:

RH + O,+ [ NADPH + H"] - ROH + H,0 + NADP".

B pesynbraTe ruipOKCHUIMPOBAHNS BO3MOXKHBI TTOBBIIIEHUE PAaCTBOPUMOCTH TH-
Ipo¢OoOHOro COeAUHEHMSI, TTOTEPsI MOJIEKYJION ee OMOIOTMYECKOM aKTUBHOCTHU WJIN
obOpaszoBaHUe 6oJiee aKTUBHOTO COCIMHEHUSI, YeM BEIIeCTBO, M3 KOTOPOTO OHO 00-
paszosajochk (puc. 12.6).

&

NADPH + H' NADP® NAD

RH O, ROH, H0 o)
s
.fmmh [

NADH

! | g s
I'I'lIllll‘i‘*"I'i'l"lIlIO'III.IIi‘I‘l‘J‘i‘I‘F‘ LX)
Luroxpom LinToxpom Lisroxpom LinToxpom
Pu-peayktasa Pisg b bg-peaykrasa

Puc. 12.6. lNonoxeHne 6e1KOB MOHOOKCUTEHA3HOW CMCTEMbl B MEMOpPaHe
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HuroxpoMm P,s, HE oOsnamaeT aOCOMIOTHOM CIEHU(PUUHOCTHIO, U3BECTHO MHOIO
u3odopm aToro 6esika, Kaxaas hopMa MUMeeT MHOTO CyOCTpaToB. DTUMHU cybcTpara-
MU MOTYT ObITh DHJAOTE€HHbIE JUTIOMUIbHBIE BEIlIeCTBa, a UX MOAUGUKALIUS BXOAUT
B ITyTh HOPMaJIbHOTO MeTabonn3Ma 3TUX coennHeHuit. Lluroxpom P, BosneiicTByer
1 Ha MHOTHE TUIPpOoGhOOHBIE UyKEPOIHbIE COEAUMHEHMS, B TOM YMCJIE JIEKapCTBa.

Ocoboe MecTo cpear (epMEHTOB, YUaCTBYIOIINX B 00€3BpeKMBAaHUM KCEHOOMO-
TUKOB, HOPMaJIbHBIX METAOOJIMTOB U JIEKAPCTB, 3aHUMAIOT JIyTaTUOHTpaHCHEpasbl.
M3BecTHO MHOXeCTBO M30(DePMEHTOB TIyTaTUOHTpaHc(epasbl ¢ pa3InyHON CyO-
cTpaTHOM crietuduuHocTbIo. 151 paboThl (hepMeHTOB TpebyeTrcst raytatioH (GSH).
GSH — ar1o tpunentua Iny—Iluc—Inu (octaTok rjayraMUHOBO KUCIOTHI MPUCO-
eJMHEH K [UCTeMHY KapOOKCUIBLHOM IPYINOil paguKaa).

H H
| 1
HOOC-CH~(CH,),~C-N~CH-C-N~CH,~COOH

I
N 0 CHO
SH

hyratHoH

I'myraTtuonTpancdepaspl — yHUBEpCcalibHble (EepPMEHTHI, (DYHKIMOHUPYIOIINE
Yy BCEX XKMBOTHBIX M YeJIOBEKA U MMEIOLIMeCcs] BO BCeX TKaHsAX. DTU (pepMEeHThI urpa-
10T BaXXHYIO pOJib B 00€3BpEeXXMBAaHUU COOCTBEHHBIX META0OJUTOB: HEKOTOPHIX CTe-
POUIHBIX TOPMOHOB, TTPOCTATJAHANHOB, OUINPYOHHA, KEYHBIX KUCIOT, MPOAYKTOB
MePEeKMCHOI0 OKHMCIeHUs aunuaoB. O0e3BpexXruBaHUe KCEHOOMOTUKOB C y4yacTUEM
[JIyTaTUOHTpaHcdepas MPOUCXOAUT TPEeMSI Iy TAMMU:

1) xonbrorauueii ocrarka cyocrpara R ¢ rmyrarmonom (GSH):

R + GSH — GSRH;

2) HykieopuibHbIMU 3aMelieHusiMu: RX + GSH — GSR + HX.
Hanpuwmep, 1-xmop-2,4-1MHUTPOOSH30J1 00€3BpEKUBACTCS CICAYIOLIMM 00pa-
30M:

Cl

S-G
< NO,+GSH —»@rNO,*-HCI
X : x B

NO,

NO,

3) BOCCTaHOBJIIEHMEM OPTAHUYECKUX MEPOKCUIOB 10 CITUPTOB:
R-HC-0O-OH + 2 GSH — R-HC-OH + GSSG + H,0,

rie OOH — runponepokucHas rpymma; GSSG — oKUCIeHHbBIN ITyTaTUOH.

O0e3BpexrBaHNE KCEHOOMOTUKOB C ydacTheM LuTtoxpoma Py, MHOTIA NpUBOIUT
K 00pa30BaHMIO HE MeHee, a 60Jiee TOKCUUHBIX METa00IMTOB, YeM UCXOAHBIC. DTH TOK-
CHUHbBIC BeIlleCTBa 00E3BPEXKMBAIOTCI TIyTaTUOHTpaHcdhepazamu. [TyraTmoHTpaHC-
depaza — UHAYUMPYEMbI (DEpMEHT.
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0693BPE)KI/IBaHI/Ie HOpPpMaJibHbIX meTabonutos

B perukynosHOoOTeNMaNbHOM CHUCTEME KIETOK CelIe3eHKU, KOCTHOTO MO3ra,
a TakKe MeYeHU MPOMCXOIUT pacraj TeMOrIoOMHa NpU ydyacTun (hepMEHTOB IeM-
OKCUTEHA3HOI CUCTEMBI.

O6pa3oBaHve 6unupy6bmnHa npu Katabonnsme remorno6uHa

O6pasyroluiicss OUIMpyOUH, HEMpsSIMOM, UM HEKOHBIOTUPOBAHHBIN, HE Aalo-
WA TIPSIMOI peakIIUU ¢ IMa30PEaKTUBOM, TTOCTYIAaeT B KpoBb. OH MJIOXO paCTBOPUM
B BOJIE Y KPOBY M MTO3TOMY TPAHCIIOPTUPYETCS B IT€UEHDb B KOMILIEKCE C AJIbOYMUHOM.

MemornoGuH

TeM-OKCHreHasHan cucTema o
3HAONNAIMATUHECKOrO 2
peTvkynyma CcO

BeppornobuH

nobun ~’i\>Fe3‘

Bun1eepavH

NADPH+H* BunueepauH-
NADP* penykrasa

BunupytuH

(HEKOHBLIOrMPOBAHHLIN)
AnsGyMunH KpoBb

Komnnexc GunmpyGun
(HEKOHBIOTUPOBAHHbIA) — anbGYMUH

.

Me4eHs

KoHueHTpalusa o0uiupyorHa B KpOBU 3I0pPOBOro udeyioBeka 1,7—17 MKMOJIb/I.
bunnpyOouH nocTtyraer B renaToluThI 10 MeXaHM3My odsierdyeHHo# nuddy3uu. B me-
yeHU noj AciictBueM Y1 D-rmokypoHuaTpaHcdepassl ((pepMeHTa SHIOIIa3MaThye-
CKOTO PEeTUKYJIyMa) 00pa3yeTcsl KOHbIOTMPOBAHHBINM OMIMPYOMH.

Bununpy6uH

YOO-rniokypoHat
yoo

Brnnpy6uHMOHOTNIOKYPOHNA,

YA®-rniokypoHaTt
yoo

BynrpybUHANINIOKYPOHMA
(npamoit 6unupy6uH)
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[moxkypoHupoBaHMe MPOUCXOAUT B JBa 3Tama, 00pa3yeTcs CMeCh MOHO- U IH-
[JIIOKYPOHUIOB. AKTUBHOCTh YIMD-rimoKypoHunTpaHcdepasbl MOXET WHIYLUPO-
BaTbCSl HEKOTOPBIMU JIEKAPCTBEHHBIMM IIpeIiapaTaMu, Harpumep (heHo0apOnTaaoM.
Cekpelsi KOHbIOTMPOBAaHHOIO OMJIMPYOMHA B 3K€JTYb MAET C IMOMOIIBLIO MeXaHU3Ma
AaKTHUBHOTO TpaHCIIopTa, T.€. IIPOTUB I'paIM€HTAa KOHUCHTpallluH.

B cocraBe Xxemuu TpsIMON OMJIMPYOMH CEKpeTHpyeTcsl B ABeHaALIATUIIEPCTHYIO
KUILIKY. B KHllIeYHKKE 11O ACHCTBUEM MMIPoJIa3 OAKTEPUI TPOUCXOIUT JEKOHbIOTa-
s, 00pa3yloTCcs HEMPSIMOM OMIMPYOUH 1 INIIOKYPOHOBAsT KMCIOTA.

BUNMpyGUHIMIIOKYPOHIT

BunupyGuHrniokypoHmaasa
GakTepwi [niokypoHoBas kucnoTa

Bunupytnn

Eanapuu KMlleYHHKa l

KpOsb mMoYa
Ypo6unuHorex LEPOD o MO o YpobunuHoreH

(GecuseTHbIA)

i O, soapyxa

YpoSunuH
{oKkpaweHHbIA
2-6 MmricyT)

YpobunuH
(xopuuHeBbiit, 8 cocrase Kana,
300 mricyT)

Henpsimoii 6unupyOuH noa AeiicTBUEM OaKTepuil mpeBpaliaeTcsl B ypoOUIMHOTIECH.
O0pa3oBaHHbIE MPOAYKTHI B OCHOBHOM BBIBOASITCSI C KaJOM M HeOOJIbIIash yacTh —
¢ mouoii. Ilox BaMsSHMEM pa3IUYHBIX (PAKTOPOB B OpraHM3ME MOXKET HapylIaThCs
BBIBeICHNE OMIMpPYyOMHA M MPOOYKTOB €ro MeTaboamn3ma. IloBbllieHre comep:KaHUs
OmIMpyOMHA B KPOBU BeAET K OTJIOKEHUIO €r0 B TKAHSIX, B TOM YMCJIE B CIM3UCTBIX 000-
JIOUKAX M KOXe, BbI3bIBAsI MX OKpAlLIMBAHUE B XXEATHIN LIBET.

MeTabonusm nekapcrs

JeiicTBMe Ha OpraHu3M OOJIBILIMHCTBA JIEKAPCTB MPeKpallaeTcs uepe3 ornpeaesieH-
Hoe BpeMsl ITociie ux rnpueMa. IlpekpalieHue 1eiicTBUs MOXKET IIPOUCXOAUTH [IOTOMY,
YTO JIEKAPCTBO BHIBOAMTCS M3 OpPTaHM3Ma B HEM3MEHEHHOM BHJE (3TO XapaKTepHO
IJ1s1 TUAPOGUIBHBIX COETMHEHWI) WIN B BUIE TTPOIYKTOB €ro XMMUUECKOM MOaupu-
Kauuu (omorpaHcdopmamnum). Pesyinsrarom OumoTpaHchopMalny JieKapCTBEHHBIX
BEILIECTB SIBJISIIOTCSI

e MHAKTHBALMS JIEKAPCTBEHHBIX BEIIECTB, T.€. CHMXXEHHUE UX (hapMaKoJoruye-

CKO1 akTUBHOCTH ((peHOoOapOuTall, HUTPUTHI, dEAPUH U 1p.);
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e TIOBBLIIIIEHWE aKTUBHOCTHM JIEKApCTBEHHBIX BelleCcTB (OyTamuoH, MeTuiamoda,
HopMOpGMH U Op.);

e TIOSIBJIeHME META0O0JMTOB, OKA3bIBAIOLIMX TOKCUYECKOE IeMCTBUE Ha OPraHU3M
(benaneTuH, cyabpaHuIaMUIbI).

MHakTuBauusl JeKapCTBEHHBIX BEIIECTB MPOUCXOAUT B ABa 3Tama. [lepBbiii
aTan — XUMMHUUYecKast MOIU(MUKaALKS MO AeHCTBUEM (DEPMEHTOB MOHOOKCUTEHA3-
HOW CUCTEMblI IHIOMIA3MATUYECKOTO PETUKYIyMa (MUKPOCOMAIbHOTO OKHCIE-
HUSI), HAIIpUMEDP:

a) oxkncienwe RH ——ROH

B6) pOCCTAHORIEHHE HHTPOCOCIIMHEHH i,
RNO, —— RNH,

(Fi-l_,ol-l tﬁ'ﬁ
H-CH-NH-C-CHCl——
JleBoMuUETHH

OH (l'H:DH (I)
"H~CH-NH-C-CHCI,

H} THAPQIHE — KaTan H-'Silp}'l(IT T'}UI[.\U,"'.I]}:] [!."1'."”!;1‘
TRaHeH (nedeHnb, TIOYKH, KMIICYHMK, T11a3Ma)
H OH
< ... HO
||—U—L.{)—L.H‘+

AcTiMpud
(IUETHNCATHUNAOBAN KHCADTA)  KHCIOTS

BTopoii aTan — KoHbrorauus (CBI3bIBaHUE) JIEKApCTBEHHBIX BEIIECTB (KaK IO~
BEPIIIMXCSI KaKMM-JIMOO TIpeBpallleHUsIM Ha TIEpBOM 3Talle, TaK M1 HAaTUBHBIX ITpeTia-
paToB) ¢ TJIUIIMHOM, IIyTaMaToM 1 ateTui-KoA. [TUIH MoXeT MPUCOeIMHATHCS 10
KapOOKCHIBHOM TpyIine, NIIOKYpoHoBas Kuciaota — no OH-rpynne, a aleTribHBIN
ocratok — 1o NH,-rpynme. Peakuuy KOHBIOTAlIMM KATAIU3UPYIOT COOTBETCTBYIO-
mue pepMeHTHI Kj1acca TpaHcdepas.

J103bI HEKOTOPBIX JIEKAPCTB IIPY CUCTEMAaTHUYECKOM IIpUeMe HEOOXOIMMO YBEIM-
YKMBaTh, TaK KaK MX JIeHCTBME Ha OpraHuU3M OCJIa0JIsIeTCsd. DTO MMPOUCXOIUT ITOTOMY,
YTO BTU JIEKApPCTBa, KaK U JPYyrue 4YyKepoJHble COeOIMHEHMSI, NHAYLIUPYIOT CUHTE3
(GepMEHTOB MOHOOKCUT€HA3HOI CUCTEMBI M peaKluii KOHbIOTAIMM.
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XvMmunyecknn KaHueporeHes

B ocHoBe xmmuueckoro kasHiieporeHesa jexat noppexaeHus JIHK mon neii-
CTBUMEM XMMHUYECKUX KaHILIEPOT€HOB. ApoMaTUuyecKue aMHWHblI (Hampumep, 2-Ha-
(btunamMuH), HUTPO3aMUHBI, adJIATOKCHUHBI, TMOJULUMKINYECKUE apoMaTUYeCKue
YIJIEBOIOPO/IbI, KOTOPbIE COAEPXKATCS B KAMEHHOYTOJbHOI CMOJie, TabauHOM JIbIME,
3arpsiI3HEHHOM BO3JyXe OOJIBIINX FOPOJOB U MUIIEBBIX MPOAYKTAX, MOABEPTHYTHIX
00XapMBaHUIO Ha YIJISIX WM KOIMUYEHUIO, HE SIBJSIOTCS KaHIIepOoreHaMu, HO Tpe-
BpAaIalOTCsI B HUX, TTOABEPrasich B IEUEHU «00e3BPEXKMBAHUIO» (DepMEHTAMU MOHO-
OKCHUTeHa3HOI cucTeMbl. Hambosee yacTo BCTpeyaromecs MpoKaHIIepOTeHBI TTPH -
BelleHBI B Ta0m. 12.1.

Tabauya 12.1

Kiacce coenunenmii IIpencraBureiib HUcTounnk
IMomuuukInyeckne BeHnzanTpanyH, BbIxytomHbIE Ta3bl, TPOAYKTHI TOPe-
apoMaTHIecKue METUJIXOJaHTPEH, OEH30JI  HUS, TAOAYHBIN THIM, KOKCOXUMMYE-
YIJIEBOIOPO/IBI CKO€ TIPOM3BOJICTBO
ApomaTuyeckue MetunaMuHOOEH3011, ITpon3BOACTBO KpacuTeeii.
aAMUHBI HahTUIaMWH, [MpousBoacTBO peoTMaHTOB U PO-
JIMOKCUHBI TeTPaxJIOPOSH30MMOKCUH  CTOBBIX BEIIECTB, LIEJLTIOI03HO-0Y-

MakHasi MIPOMBIIIIJICHHOCTDb, XJIOPH -
POBAHUE BOAbI, TOPAIIMEC CBAJIKHU

MUKOTOKCHUHEI AdnatokcuH B, I1necueBbIe TprOBI. OOpa3yloTCs
Hutpo3aMuHbl JMTAMETWIHUTPO30aMUH, MPU YIIOTPEOJEHUN HUTPOCOAEPKA -
JMUSTUIHUTPO30aMUH LIKX IIPOIYKTOB

M3BeCTHBI COTHU T€HOB, MyTallMM B KOTOPBIX MOTYT CLIOCOOCTBOBATh ITPeBpallleHHIO
HOPMAaJIbHOU KJIETKW B OITyXOJIEBYIO, — 3TO MPOTOOHKOTeHBI. IIpOTOOHKOTeH — TEH,
coaepxkaiuii nHGopMaluio o 6eKe, perympyloineM HOpMaIbHYIO MpoJudepalnio
KJIETOK, Y CITOCOOHBII B pe3yJibTaTe U3MEHEHUS CTPYKTYPhI ITPEBPAILIATbCS B OHKOTEH.
OHKoOreH — reH, 9KCIPECCHUsi KOTOPOTro MPUBOIUT K HEKOHTPOJIMPYEMOii nposudepa-
1uu. JIjisi mpeBpallieHus TPOTOOHKOTEHA B OHKOTEH TPeOYIOTCSI UBMEHEHMUSI B €r0 pery-
JIATOPHOM WUJIU CTPYKTYPHOW YaCTH.

KanteporeHamMy MOTYT OBITh KaK OPTAHWUYECKUE, TaK U1 HEOPTaHWYECKUE MOJIE-
KYJIbI, T.€. KAHIIEPOIT€HHOCTh HE CBsI3aHa ¢ KaKOW-I11M00 OIpene/IeHHOI CTPYKTYPHOM
0COOEHHOCTBIO.

Hanpumep, 6eH3NMpeH B OpraHru3Me MOABEPraeTcs TMAPOKCUIMPOBAHUIO, B Ka-
YeCTBE MPOMEXYTOUHOTO MPOYyKTa 00pa3yeTcs SMOKCUI, KOTOPBIH SIBJISIETCS KaH1Ie-
poreHoM. KoBasieHTHas1 MoaupuKauusi ryaHMHa MPUBOIUT K pa3pblBy BOAOPOIHOMN
cBsizu Mexay GC B uensax JIHK u napyienuto B3aumoaeiicteust JIHK ¢ 6enkamu.
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Iyanun B JIHK
benzonupen

| /]
¢ N
(0] N)\NH

ITapa GC-ocHoBaHMit
H B JIHK OH
OH OH

TIpumepomM KaHlieporeHa HeOpraHUuYecKou MpUpoabl MOTYT ObITb HUTPAThl. DTU
COCTMHEHMS IMPOKO PacIipoCTpaHEeHBI B BOJIE M TTOYBE, IOTMAanast TyIa U3 pa3IunIHbIX
WCTOYHHUKOB, B TOM YMCJI€ B COCTaBe ynoOpeHuii. B opraHu3m yenoBeka OHM IOCTY-
MaroT ¢ MUIlel (MOJIOKO, KOHCEPBHI, (DPYKTHI, OBOIIIM) U B BUIE JeKapcTB. Hurpatsl
SIBJISTIOTCS] CUJIBHBIMUM OKUCIIUTESIMU. B mpoliecce kataboar3mMa a30T HUTPATOB, Tpe-
Bpautasack B NH;, mprcoennHeT B X0A€ NOCIEN0BAaTEIbHbIX PEAKLIUHA 8 2JIEKTPOHOB.

+5 +ie +3 T +i_ +1 +fe_ -1 +fe_ -3
HNO,—Y—>HNO,— ¥ ,NO—¥ » HNO —Y¥ » NH,0H —* » NH,

Hurtpaths Hutputet  Oxuch  Hwutpoxcun Tunpo- AMMUak
azora (II) KCWJIAMUH

OkucasseMbIMUA CyOCTpaTaMy MOTYT OBITh BCE KeJIe30CoAepKallue reMOIIPOTeu -
HbI: Hb, IIMTOXpOMEI 1IeTn epeHoca 3IeKTPOHOB, IIMTOXPOMBI MOHOOKCHUTEHA3HOM
CHUCTEMBI SHIOIUIa3MaTUIECKOTO PETUKYIyMa. HUTpaThl ¥ TpOMEXXKyTOIHBIE TTPOITYK-
Thl MX KaTaboJM3Ma CHUXKAIOT aKTUBHOCTh HEKOTOPBIX (hePMEHTOB aHTUOKCUIAHT-
HOM 3allUThI, YTO MPUBOJAUT K HAKOIJICHUIO aKTUBHBIX (hOPM KUCIOpOAa U aKTUBa-
LIUY TIEPEKMCHOTO OKUCICHUS IUTTUIOB.

B opranmsme u3 azorucroit kuciotel (HNO,) n coenmnennit crpykrypsl R,NH
oOpasyrorcst HUTpo3aMuHbel R,N-N=0, KoTopble SBIAIOTCA TOCTATOYHO CUJIBHBIMU
MyTareHaMH. HUTpo3aMUHEI ITpeBpanialoT ocTaTok nto3nHa B 1iern JIHK B yparmn,
u napa GC npepaiiaercs B UC.

NH, 0
. o
H H

Lluto3un VYpauun
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B xone perumukanyu mytantHo# JIHK npotus U B KoMIIJIeMeHTapHOM LIeTIN OyAeT
TprcoeauHeH A ¢ o6pa3oBaHNeM KOMIUIeMeHTapHoM mapbl UA, KoTopas B XoJie BTO-
poii peruiukauuu npeodpasyercs B napy AT. Eciu Mytatysi nmpousoliia B IpOTOOH-
KOTeHe, HallpyuMep OTBETCTBEHHOM 3a PETYJISILIMIO KJIETOUHOTO LIMKJIA, TO 3TO MOXET
MPUBECTU K HAPYIIEHUIO CTPYKTYPbl 3TOr0 Oejika, HEKOHTPOJIUPYEMOMY ACJICHUIO
KJIETOK, T.€. K PAa3BUTHIO OIYyXOJIH.

KOHTpOﬂbeIe 3aaHuA, TeCTbl, 3agauun

3apaHuA

1. 3anosHuTE TAOIMILY.

OCHOBHbBI€ 3Tanbl oﬁesnpe)xnsaﬂnﬂ TOKCHYECKHX BelIeCTB

MeTabouThI,
O0e3BpexRHBaEMbIE ®DepMeHTHI 3Tana ®DepmeHTHI 3TaNA
HCIOJIb3yeMble st
BeliecTBa (IpUMeEPbl) THAPOKCHINPOBAHUS KOHDbIOTALIUH
KOHDbIOTALIH
1.
2.

2. Hammmmmre cxeMy o0pa3oBaHUs HEMPSMOTO OMIMPYyOMHA, €T0 00e3BpeXKIBa-
HUsI U TpeoOpa3oBaHus B Ipoliecce BbhiBeneHUs. OObsICHUTE, ToYeMy HEeNpsiMOoii Ou-
JIMPYOUH He MPOXOJAUT CTAAMIO TUIPOKCUIUPOBAHMUSI.

TecToBble 3agaHNA

1. Boi0epuTe npaBHIbHBIE OTBETHI

B nmeueHu 00e3BpeKMBaIOTCS:

A. JlekapcrBa.

b. NH;.

B. KaTexomaMuHBI.

I BunupyOuH KOHBIOTUPOBAHHBIN.

. ITpoayKThl THUEHUSI AMUHOKMCJIOT B KUILLIEYHUKE.

2. BriOepuTe MpaBUIIBHBIA OTBET

Peakiinu KoHbIOTalIMK KaTaTU3UPYIOT (hepMEHTHI KJlacca:
A. Okcunopenykras.

b. Iungponas.

B. Tpancoepas.

I. JInas.

J1. JIuras.
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3. BoiOepuTe npaBujIibHbIE OTBETHI

B peakunu ruipoKCUIUPOBAHUS YIACTBYIOT:
A. MOHOOKCHUTEHA3HbI.

b. LlutoxpoM-P 45 -penyKrasbl.

B. YA®-raoKypoHar.

I. ImortaruoH.

. NADPH+H".
4. YcTaHOBUTE COOTBETCTBHE
CrpykTypHas opraHusanus 3Tana KomnonenTs! u hepMeHTBI
TUAPOKCUTHPOBAHMS 1. Iutoxpom P,s.
A 2. NADPH+H".

3. Outoxpom P,s,-pemykrasa.

5. BoiOepuTe NMpaBUIbHBIE OTBETHI

B peakiinm KOHBIOTAIlUN YIaCTBYIOT:
A. IIltotaTroH.

b. ATO.

B. YI1®-rmoKypoHar.

I. SAM.

IO. NADPH+H".

3agaun

1. ¥V kypsiux aoneit B 25—30 pa3 Bo3pacTaeT pucK OHKOJOTMYECKUX 3a00/1eBa-
Huit. M3BecTHO, YTO B TabauHOM JbIME COAEPXKUTCS MOJMIMKINYECKOe COequHe-
HUe — OEH30IMUpPeH, Mpeodpa3oBaHue KOTOPOTO B OpraHU3Me MPUBOIUT K MOSIBIIE-
HUIO BelIeCTB-KaHLeporeHoB. OOBSICHUTE, KAaKUM IIPEeBpPAlllCHUSIM ITOABEPraeTcs
B OpraHm3Me OCH30MMpPEeH W B YeM 3aKITI09aeTCs MEXaHU3M KaHIIEpOTeHHOCTH €To
npoaykTta. [{ns oTeera:

a) TIpUBEINTE OCHOBBI XMMHUYECKOTO KaHIIepOreHe3a;

0) yKaxmuTe, B KaKylo peaKI1i0 BCTYMaeT OCH30IMPEH ITPU 00E3BPEXXKMBAHUH B I1e-

YeHU, Ha30BUTE (PePMEHTHI M HATIMIIINUTE CXEMY PEaKIIuu;
B) HA30BUTE MPOIYKT 3TOM peakMu U OObSICHUTE MEXaHU3M €ro KaHLIEPOTeHHOTO
NEVCTBUS.
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2. K Bpauy npuiiiia keHIIMHa ¢ KaJo0aMU Ha TO, YTO JUTUTEILHO YIIOTPeOIsseMbIii
elo Tpernapar CHOTBOPHOTO, COJepXallero 0apoOMTypaThl, HE OKa3bIBaeT JOJKHOTO
neicTBusl. Bpau Ha3zHa4YM/I MOBBIIEHHYIO 103y 3TOTO Tpenapata. OObsICHUTE MPU-
YUHY 3TOTro Ha3HaueHus. B xome oTBeTa:

a) TpUBEIMTE DTAIbl 00E3BPEKMBAHUSI JIEKAPCTB HA MpUMepe 6apOUTypaToB, YKa-

XKUTEe (PEPMEHTHI;
0) 0ObsSICHUTE, TTOYEMY AEUCTBUE ITUX MPEIapaToB OciadeBaeT MpuU IJIUTEIHLHOM
YIIOTpeOJICHUMN.

STaNIoHbl OTBETOB K TeCTOBbIM 3afaHNAM

1. A,B,B, /1.

2. B.

3. A, B, 1.
4.1—B,2—A,3—B.
5.A,B,T.
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IHenm usyyenus. 3HaTb U yMETb OOBSICHSITh!

OCHOBHBIE 3TaIlbl CHHTE3a TeMa, PEeTYJISILMIO Ipoliecca M MPUIUHBI TTOphOUPHIA,
BO3HUKAIOIIMX B Pe3yJibTaTe HAKOIIJICHUS B KJIeTKaX MPOMEXYTOUHBIX MPOIYK-
TOB CMHTE3a reMa;

pOJIb XKeJie3a B OpraHM3Me; 0COOEHHOCTH TTOCTYILICHUSI, TPAHCTIOPTA U BhIBEIE-
HUS,
MeTaboJIM3M BeIIeCTB B 3PUTPOIUTAX U (harOIUTUPYIOIINX JIEHKOIIUTAX, CITO-
COOBI 3aIIMTHI OpraHW3Ma OT aKTUBHBIX (POPM KUCIOPOIA U TTOSIBIICHUE TeJIell
XaliHlia Mpy ee HApYIICHUSIX;

JIVarHOCTUYECKOE 3HaYeHMe OSIKOBBIX (hpaKIIii KPOBH;

(YHKIIMOHMPOBAaHWE CBEPTHIBAIOIIEH M TTPOTMBOCBEPTHIBAIOIICH CUCTEM KPO-

BU OpraHusma.

QOyHKUMN KPOBU

1.

Tpancnopmuas @yukyus. 1upKyaupys 1mo cocyigaMm, KpOBb TPaHCHOPTUPYET
MHOXECTBO COeMHEHUII — Cpeld HUX ra3bl, MUTaTeIbHbIC BEIIECTBA U 1.

. Hbixamenvras ¢pynkyus. DTa GyHKUMS 3aKJTI0UaeTCs B CBI3bIBAHUM U MepeHoce

KHCIOpO/Ia 1 YTJIEKUCIIOTO Tasa.
Tpogpuueckas (numamenvhas) ¢pyrxyus. KpoBb o0ecrieurBaeT Bce KJISTKU Opra-
HU3Ma MUTaTeIbHbIMU BEIIECTBAMU: INIFOKO30M, aMUHOKMCIOTaMU, XXUPaMU,
BUTAMUHAMU, MUHEPATbHBIMM BEIlIECTBAMM, BOIOM.

. Dkckpemopnas @ynryus. KpoBb YHOCUT U3 TKaHEW KOHEYHBIE MPOAYKTHI Me-

TaboJIM3Ma: MOYEBMHY, MOUYEBYIO KMUCJIOTY M IpyTHe BellleCTBa, yaajseMble U3
OpraHu3Ma OpraHaMu BbLICICHUSI.

Tepmopeeyasmopras @yukyus. KpoBb TIEpEeHOCUT TEIIO OT OPraHOB TEILIOOT-
Ja4¥ K IpYTUM BHYTPEHHUM OpTaHaM.

. Iloddepoicanue nocmosncmea enympenteili cpedvl. KpoBb IMOaAepKUBaeT CTa-

OMJIBHOCTh pAaaa KOHCTaHT opraHmima.
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7. Obecneuenue 800H0-conre6020 oomerna. KpoBb o0ecrieunBaeT BOJHO-COJIEBOI 00-
MEH MeXIy KPOBBIO M TKaHSIMU. B apTepuaibHOI YacT KanuuIIpoB XKUIKOCTb
M COJIM MOCTYINalT B TKAHU, a B BEHO3HOI 4YacTU Kamnusuisipa BO3BpalllaloTCs
B KPOBb.

8. Sawumnasn ¢ynkyus. KpoBb BBIMONHSET 3alIUTHYIO (DYHKIINIO, SIBJISISICH BaK-
HeUImuM HakTopoM UMMYHMTETA WM 3alUThl OpraHu3Ma OT MaTOTeHHOM MU-
KpO(JIOPBI U TEHETUYECKU UYXKIbIX BEIIECTB.

9. I'ymopasvhas peeyasyus. biaromapsi cBoeil TpaHCIMOPTHOU (PYHKIIMM KPOBb
obecrieunBaeT XMMUIECKOE B3aMMONEHCTBIE MEXIY BCEMU YaCcTSIMHU OpTraHU3-
Ma, T.€. TYMOpPaJIbHYIO peryisiiuio. KpoBb IepeHOCUT FOPMOHBI U Apyrue Gusno-
JIOTUYECKU aKTUBHbIE BEIIECTBA.

CnHTes rema m ero perynagymna

Iem B cocTaBe remMorioOMHa CUHTE3UPYETCs KJIETKaMU KOCTHOTO MO3ra Ha aTare
Mpeodpa3oBaHUsl SPUTPOOIACTOB B PETUKYJIOLUTHI, @ 3aTEM B SPUTPOLIUTHI.

[em siBIsieTCsl TIPOCTETUYECKOM TPYINOM reMOrJIo0MHa, MUOTJIOOMHA, IIUTOXPO-
MOB, KaTajla3bl M MepoKcuaasbl. [eM CMHTe3MpyeTcs BO BCex KieTKax, HO HauboJsee
aKTUBHO CMHTE3 UAET B IEYEHU U KOCTHOM MO3re. DTU TKaHU HYXKAAI0TCS B OOJIbILINX
KOJIMYECTBaX remMa, HEOOXOIMMOTO IIJIsT 00pa30BaHUS IeMOIJIOOMHA M IIMTOXPOMOB.
KitoueBoii peakiieil cuHTe3a mopGUPUHOB SIBJSICTCS peaKis 00pa3oBaHUsI aMUHO-
JIEBYJIMHOBOI KMCJIOTBI. DTy peaklivio KaTaJu3upyeT nupuaokcaibdocdariaBrucu-
MBIl (pepMEHT MUTOXOHAPUI 3PUTPOOIACTOB aMUHOJIEBYIMHATCMHTAa3a (puc. 13.1).

AKTHBHOCTb aMUHOJIEBYJIMHATCUHTA3bl PETYJIMPYETCS aJUIOCTEPUUECKU U HA YPOB-
He TPAaHCKPUIILIMU TeHa (hepMeHTa. [eM 1 TeMOrIo0MH SIBJISIIOTCS alJIOCTEPUIECKUMU
MHTMOMTOpPAaMU U perpeccopaMu CUHTe3a aMUHOJIEBYJIMHATCUHTa3bl. CTEepOUIHbIE
TOPMOHBI M HEKOTOPKIE JIeKapcTBa (0apOuTypaThl, TUKI0(peHaK, CyJb(aHnIaMUIbI,
SCTPOTeHbI, IPOTeCTUHDI) SABJISIOTCS MHAYKTOPAMU CUHTE3a aMMHOJIEBYJIMHATCUHTA-
3bl. B pesysnbrare reHeTMUeCKUX Ae(PEKTOB WJIM HAPYIICHUS PErysiiuu (pepMEHTOB,
yUacTBYIOIIIMX B OMOCUHTE3e reMa, pazBuBatotcs noppupuu. [lepsuunbie nophupun
00YCJIOBJIEHbI TeHETUYEeCKUMU JedekTaMu (PepMEHTOB CUHTE3a remMa, BTOPUYHBIE
CBSI3aHbl C HAPYIIEHUSIMU PETYJISILIMU peakiMii cuHTe3a rema. [lpu atux 3aboseBa-
HUSIX HAKAIJIMBAIOTCSI TTPOMEXKYTOUHbIE MEeTa0OIUThI CUHTE3a TeMa MopdupruHore-
HbI, KOTOpPbIE OKa3bIBaIOT TOKCMYECKOE JIEMCTBUE HAa HEPBHYIO CUCTEMY U BbI3bIBa-
0T HEpBHO-TICUXUYeckue HapyiieHus. [ToppuprHoreHbl Ha CBETY IMpeBpallaloTcs
B NMOP(UPUHBI, KOTOPbIE MTPU B3aUMOJEUCTBUU C KUCIOPOJOM 00pa3yloT aKTUBHBIE
paauKasbl, TOBPEXAAIOIINE KJIETKU KOXM.

O6meH XKene3a

ZKenezo BXOOUT B COCTaB reMcojepxaliux 0eJKOoB, a TakKe MeTal1odiaBoInpo-
TEMHOB, XKeJIe30CePHbIX 0eJIKOB, TpaHC(hepprHa U (peppuTrHA. M ICTOUHUKAMU XeJle-
3a Mpu OMOCHHTE3e OEJKOB, COMEPXKAIIMX KEJIe30, SBISIOTCS MUIIEBbIE MPOAYKTHI.
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Puc. 13.1. Cxema cnHTe3a rema

OO6bIuHO BecachiBaeTcs He 6oiee 10% skenme3a iy, XKesne30, ocBOOOKIaroOIIeeCs MpH
MOCTOSIHHOM pacrajie 3pUTPOLUTOB B KJIETKaX MEUYEHU U CeJIE3eHKU, MOXET MTOBTOP-
HO UCITOJIb30BaThCs TSI CHHTE3a XKeJIe30CoaepKalinxX 0eKOB.

Kucnas cpenma xeiaynmka M MPUCYTCTBUE B IHINE aCKOPOMHOBOM KMCJIOTHI CIIO-
COOCTBYIOT BBEICBOOOXKIECHUIO XKeJle3a M3 OpraHNmYecKux cojeid mumm. [loctymrenmne
KeJjie3a M3 BHTEPOLIMTOB B KPOBb 3aBUCUT OT CKOPOCTU CHMHTE3a B HUX OeJika aro-
depputHa. AnopeppUTUH yIaBIMBACT KeJe30 B KJIETKaxX CIAM3KUCTON O0O0JIOYKM
KUIIEYHWKA W MpeBpallaeTcs B GeppuTUH, KOTOPBI OCTaeTCsl B SHTEPOLUTaX. DTO
CHIXaeT MOCTYIUIEHME XeJle3a B KalmWUISIphl KPOBU M3 KJIETOK KMIlleyHuKa. Korma
MTOTPEOHOCTH B JKeJie3e HEBEJMKU, CKOPOCTh CMHTE3a armoeppuTrHA TTOBBIIIIAETCS.
CrymuBaHie KJIETOK CIM3UCTON O0OJIOUKH KUIIIEYHNKA OCBOOOXKIAET OPTraHU3M OT
MU3JIMILIKOB XeJie3a. [Ipu HegocTaTKe XKeJjie3a B opraHu3Me arnoheppruThH B SHTEPOLI -
Tax MoYTH He cuHTe3upyeTcs. @epMmeHT peppokcumasa (Lepyaoraa3MuH) OKUCISIET
JK€J1e30, OHO CBSI3BIBACTCS C INIMKOMPOTEMHOM KPOBM TpaHCHEpPUHOM U TPaHCIIOP-
TUpYeTCs K TKaHsIM. TpaHcheppuH B3aUMOIEUCTBYET CO CIIEIUMDUUIECKUMU peler-
TOpaMHU M TIOCTYITaeT B KJIETKH. KonmdecTBO pernenTopoB TpaHchepprHA 3aBUCUT
OT cofepkKaHMs Xejie3a B KIeTKax M peTyaupyeTcs Ha YpOBHE TPAaHCKPHUITIINU TeHa
oenka-perenTtopa. [Tpu CHUXKeHUM cofepKaHUS KeJle3a B KIeTKaX CKOPOCTh CUHTE3a
peLienTOPOB MOBbIIIAETCsI, U Ha000poT (puc. 13.2).
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Puc. 13.2. MeTabonusm »enesa.

»Keneso noctynaet c nuen, TPaHCNOPTMPYETCs B KPoBY B Gopme TpaHcdeppriHa, 3anacaeTca

B BUZe GeppurTriHa 1 NCMONb3YeTCA 1A CUHTE3a LIMTOXPOMOB, XeNe30CoepKallmx GepMeHTOB,

remorno6uHa n MuornobuHa. OpraH13m TepsieT »Kee30 C MOYOMU, KaJloM, MOTOM 1 NPV KPOBOTe-

ueHuAx. femocnaepuH ABAAETCA KOMMIIEKCOM FIMKOMpPOTenHa 1 Fet, koTopblii Kymynupyert us-
ObITOK Xenesa

benok depputuH Urpaet posb Ierno xeje3a B KJIeTKax MeYeHU, CeNe3eHKU U KOCT-
HOro Mo3ra. M30bITOK 3kesie3a akKKyMyJUpYyeTCs B IIEUeHU U IPYTHUX TKAHSIX B COCTaBe
rpaHya remocunepuHa. [eMocuaepuH mpeacTapisieT co00l KOMILIEKC Oenka (peppu-
TMHa U 60J1b1IOro KonudecTBa Fe3™. OH mioxo pactBopum u comepxuT 10 37% xe-
Jie3a. HakoruieHue rpaHy/l reMoCuieprHa B PETUKYJIOIHIOTETUOLMTAX MEYEHU U Ce-
JIe3eHKU (FeMOXpOMAaTO3) MOXKET MPUBECTU K MOBPEXKACHUIO (PYHKIUI 3TUX OPraHOB.
[Ipu HegOCTATOUHOM MOCTYTUIEHUU WIM HApYLIEHUU YTUIU3AIMHY Kejle3a pa3BuBaeT-
csl kene30aeUIMTHAS aHEMMUST.

Ocob6eHHOCTN MeTabonusma SpuTPoOLNTOB
n paroyuTUpPyOLWMNX N1IeIKOLUTOB

B pesyabrate auddepeHUMPOBKU MPEAIIeCTBEeHHUKN 3PUTPOLIMTOB 3pUTPOOIa-
CThI TEPSIOT SIAPO, PUOOCOMBI, MUTOXOHAPUM U DHAOIIA3MATUUYECKUI PETUKYIYM
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Puc. 13.3. MeTabonu3m 3puTpoLuToB

U MpeoOpasyloTcsl CHavajla B PETUKYJIOLUTHI, a 3aTEM B 3PUTPOLIMTHI. MeTaboin3m
[JIIOKO3bI B 3pUTPOLIUTAX MTPEACTaBIEH aHa9POOHBIM INIMKOJU30M U MeHTo30(hochar-
HBIM MyTeM KaTabosausma (puc. 13.3).

Bricokoe comepkaHue KUCI0pOoaa B 9pUTPOLIMTAX BbI3bIBAET MOBBIIIEHUE CKOPO-
CTM 00pa30BaHMs CYNEPOKCUIHOIO aHMOH-pagukana, H,O, (mepokcuna Bonopona)
u OH* (rumpoxcui-panukana).

[MocTOSTHHBIM UCTOYHMKOM aKTUBHBIX (DOPM KHCIIOPOa B SPUTPOILINTAX SIBIISICTCS
HehepMeHTaTUBHOE OKUcIeHne reMornoouna: Hb(Fe?")+0, — MetHb(Fe**)+0,™.

AKTUBHBIE (POPMBI KUCJIOPOIa MOTYT BBI3BATh FeMOJIN3 3PUTPOLIUTOB. DPUTPOLIUTHI
conepxar (pepMEHTHYIO CUCTEMY, ITPENOTBPALLIAIOLLYI0 TOKCUYECKOE ACICTBUE PAIK-
KaJIOB KHCJIOpOJa M pa3pylleHre MeMOpaH 3pUTPOLUTOB. [NMKoIu3 obecrneyrnBaeT
cuHTe3 AT® u BoccraHoBineHrne NAD. AT® Heobxoanma 1jist paboThl MIOHHBIX HACO-
coB. NADH sgaBnseTcsi KohepMeHTOM METTeMOIIOOMHPENYKTa3bl, KaTAIM3UPYIOLLIEi
BOCCTaHOBJIEHHE METreMOTI00MHa 10 TeMorioouHa. CyrnepoKCUIHbII aHUOH cyTie-
POKCUIAMCMYTA30ii TIpeBpallliaeTcsl B IEPOKCU BOAOPOAA, KOTOPBIN MO AeiicTBUEM
[JIyTaTUOHIIEPOKCUAA3Bl UM KaTajasbl pespataerca B H,O n O,. [JoHopoM Bono-
poja Ui TJIyTaTUOHIIEPOKCUIA3bl SIBJISIETCS BOCCTAaHOBIEHHBIN riytatuoH (GSH).
Oxucnennsiit rayratuoH (GSSG) BoccTaHaBauBaeTcs: (PepMEHTOM INIyTaTUOHPEIYK-
tazoit, kopepmeHT KoToporo NADPH o6pa3yeTcst B meHTOo30(hocaTHOM IMyTU Kata-
00JIM3Ma TITIOKO3bI.

[Mpu reHeTHYeCcKOM AedeKTe IITI0K030-6-hochaTaernaporeHassl U mpruemMe HeKO-
TOPBIX JIEKAPCTB, SBJISIONINXCS CUIbHBIMU OKMCIUTEISIMU, ITOTEHITMAA TTTyTaTUOHO-
BOI 3aIITUTHI MOXKET 0Ka3aThCsl HEMOCTATOYHBIM, YTO MPUBOIUT K YBETUISHUIO COEP-
JKaHMS B KJIETKAaX aKTUBHBIX (hOPM KHMCJIOPO/Ia, BRI3BIBAIOIINX OKMCIeHe SH-rpymm
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MOJIEKYJ reMorioorHa. O0pa3oBaHue IUCYJIb(OUIHBIX CBI3Eil MEXIY IIPOTOMEPAMU
TreMOIIOOMHA M METTeMOTJIOOMHA MPUBOIUT K UX arperaliii — o0pa30BaHUIO TEJIell
Xaitnua. [TocnemHue cmocoOCTBYIOT pa3pyIIeHUIO SpUTPOLIMTOB IIPU MOIMATaHUN X
B MEJIKHE KamLUIIpbl. AKTUBHBIE (DOPMBI KUCIOPOIA ¥ CAMU pa3pyllaloT MeMOpaHbI,
BbI3bIBASI IEPEKMCHOE OKUCIICHUE JIUTTUI0B MeMOpaH.

OCHOBHbIe MeXaHN3Mbl <|>a rounTo3sa

B oTBer Ha momagaHue B OpraHM3M MATOr€HHOW MUKPOMIOPHI U KCEHOOUOTH-
KOB B IpaHyJIEeMAaTO3HBIX KJIETKAX MPOUCXOINUT PeCIUPATOPHEIA B3pbIB. OH SIBIsIETCS
[JIaBHBIM UCTOYHHUKOM CYNEPOKCUIHOTrO aHnoHa, H,O,, TMAPOKCUIIBHBIX PaJUKaJIOB,
runoxjiopuaa (HOCI), okcuna azota (NO) (puc. 13.4).

Axtuaunsg NADPH-okcuaasbl, 10KaIM30BaHHON Ha HApy>KHOI MeMOpaHe KJIeT-
KM, BbI3bIBA€T 00pa3oBaHUE CYIEpPOKCUAHOro aHuoHa. Ilpu daronurosze memOpaHa
BIISIUMBAECTCS, 3aTeM 00OpasyeTcs SHIOCOMA, U CYIIEPOKCUJL BMECTEe ¢ OaKTepUaAIbHOMI
KJIETKO# OKa3bIBaeTcd B aHAocoMe. CyIlepOKCUIHbBII aHUOH reHepupyeT o0pa3oBa-
HMeE IPYTHX aKTUBHBIX MOJIEKyJ, BKIodas H,O, ¥ THAPOKCUIIbHBIE paiKaJIbI.

Muenonepokcuiasza — reMcoaepXkaliuii epMeHT; HaXOAUTCsl B TpaHyjlax Heil-
TpoduaoB, cekpeTupyercst B 3HIocoMmy, rae oopasyet HOCI1 u apyrue xinopunbl. B pe-
3yJIbTaTe MEMOpPaHbI U IPyTrye CTPYKTYPhl OaKTepraIbHOM KJIETKU pa3pyllaroTCs.

AN
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Puc. 13.4. O6pa3oBaHue akTMBHbIX POPM KUCIOPOZa aKTUBUPOBAHHbIMI MaKpodara-
MU, HelTpodrnamm 1 303MHodGUNaMM B MPOLIECCe PECNMPATOPHOIO B3pbiBa
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BToT npoiuecc, nponookaromuiicss 30—40 MUH, COIPOBOXIAETCS PE3KHUM ITOBbI-
IIEHNEM TTOTIOICHUS KUCIOPOIa ¥ TTO3TOMY Ha3bIBaeTCS PECITUPATOPHBIM B3PHIBOM.

OCHOBHbIe CBOICTBa 6enKoBbIX ¢ppaKLnil KpOBMN
M MX AUarHocTnyecKoe 3HauYeHne

Cozaepxanue obIero 6eska IasMmbl KpoBu coctasisieT 60—80 1/, anboymu-
Ha — 40—60 1/11, rmobynmnHoB — 20—30 r/n. OGBIYHO MpH JTa0OPATOPHOM aHAIM3E
KPOBM METOAOM djieKTpodope3a 0OHApYKMBAIOT 5 OeJKOBbIX (hpakilnii: albOyMUH
(55—65%), o,-tnodynnbI (2—4%), o,-rno0ynuHel (6—12%), B-rnodynunst (8—12%)
u y-rao0ymuHbl (12—22%). ATbOYMUH MMeeT HauOOJIbIIIYI0, a y-TIIO0YJIMHBI — Hau-
MEHBIIYIO TTOIBWXKHOCTD B 2JIEKTPUUYECKOM TTOJIE.

ANbOYMUH CUHTE3UPYETCS B IIEUEHU M COCTaBJISIET OOJIbIIIYIO YaCTh OEJIKOB I1j1a3-
MBI KpoBu (puc. 13.5).

HOPMASIEIAR NPGTRUHOPaMuE HopmanuHsie IHaveRW;
AnuBymuH 53.9-62.1 oti.%,
a; T.4-1020mm%,
¥ oo DR B 11.7-153 0m %,
T 156-214 0mh%
BocnanwiensHusn Npouscs
CHusaHme ansBymuna,
yaanuueHwe y-rnobynuva
¥ 3 1z &y AnsBymuH
LlppoTHyecisi Tian
e ansiyming,
CHITKEHHE [y -mMobynvHa
¥ B o 2y AnsBymun
Hedpomwieckii TiHn
CHMsENRE BCaxX (hparlmi
NP IHSUMTENEHOM YEENUHEHIN
¥ i 1z oy AncBymuH

Puc. 13.5. MpoTenHorpamMmbl 6eKoBbIX GpPaKkLMi MPU Pa3ANYHBIX MNaTONOrMYECKMX
COCTOAHMSAX
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bnaromapsi BbICOKOMY COIEp:KAHMIO AUKAPOOHOBBIX aMMUHOKMUCIOT aJIbOyMUH
yIEePKUBaeT KATUOHEI, TJIABHBEIM 06pa3oM Na™, 1 urpaer 0oCHOBHYIO POJIb B COXpaHe-
HUU KOJIJIOUAHO-OCMOTHUYECKOTO AaBieHus. Kpome Toro, aibOyMuH TpaHCIOPTUPYET
HEKOTOpbIe ruAPOoGOOHbIE METAOOJUTHI, HAIPUMED KUPHbBIE KUCIOThI, OMJIMPYOUH,
aJIbJIOCTEPOH.
Tabauya 13.1
TpaHCOpPT 9HIOTEHHBIX META00JUTOB, JJeKAPCTB H BUTAMHHOB 0€JIKAMH CHIBOPOTKH

KpOBH
TpancnopT
Bbenxosas Beiox
dpakuus SHAOTeHHBIX JIEKaPCTBEHHbIX
MeTa0oJIMTOB BEIeCTB 1 BUTAMUHOB
ABOyMUH ANBEOyMUH Ca’, xupHble Kuc-  [leHUIWUINH, cynbda-
JIOTHI, OUTMPYOUH, HUJIAMUJbI, CATALTIA-
aTbI0CTEPOH TBI
PetuHon (ButamuH A),
TUIPOKOPTU30H, BUTA-
MuH B,
o,-m100yMMHBl  PeTuHONCBA3BIBAIO- TupokcuH, KopTu-

WA, TAPOKCUHCBSI3BI-  30JI
BAIOLLMIA, TPAHCKOP-
TUH, TpaHCKOOaIaMUH
0L,-JIOOYJIMHBL Llepynomnasmus, ran-  C2*, Cu', remorio-  Buramunsl D, K, E
TOIJIOOMH, JIMTIONIPOTE- OWH, XOJIECTepUH,
WHBI KUPBI, hochaTuabl

B-r100yaIMHBL Tpancheppun Fe’* —

CBepTbiBaloLas cMcTeMa KpoBu.
Otanbl o6pa3oBaHNA GUOGPNHOBOIO CrycTka

[ToBpexaeHre KPOBEHOCHOTO COCY/a BbI3bIBaeT KacKaj MOJEKYISIPHBIX MPOLiec-
COB, B PE3yJIbTaTE KOTOPbIX 00pa3yeTcs CryCTOK KPOBM — TPOMO, MpeKpallaronimi
BBITEKaHHE KPOBU. B 3TOM mpoliecce OCHOBHYIO pOJib UTPAIOT TPOMOOLIMTHI U HEKO-
TOpbIe OEJIKU TJIa3Mbl KPOBM.

B ocTaHoBKe KpoBOTEUE€HUS BbIACJSIOT TPU (ha3bl:

I haza — cokpalieHrne KPOBEHOCHOTO COCY/Ia;

II paza — obOpaszoBaHMEe TPOMOOLUTAPHOM MPOOKM (OeIbIi TPOMO): K MECTY I10-
BPEXXAEHUST TTPUKPEIUISIOTCS TPOMOOLIMTBI, KOTOPbIE, HAcJIauBasiCh JAPYT Ha Jpyra,
MOTYT 3aKyIOPUTh HEOOIbIIION KPOBEHOCHBII COCY/I;

III daza — dpopmupoBaHue GpuUOPMHOBOTO TPoMOa, 3aKJII0UaeTCs B IpeBpalle-
HUM PaCcTBOPMMOTO OejiKa IJja3Mbl KpOBU (pOpHMHOIeHa B HEpaCTBOPUMBIN OeJIOK
(bnOpYH, KOTOPBI OTKJIAABIBAETCS MEXIY TpoMOoLMTaMUu. Takoil TpoMO COmepXKUT
SPUTPOLIUTHI, TOSTOMY Ha3bIBAETCSI KPACHBIM TPOMOOM.
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MpeBpauweHne ¢pubpuHoreHa B pubpunH

®OuOpUHOTeH — 3TO TIMKOMPOTEUH, KOTOPBIN CMHTE3UPYETCS B MIEUEHU U CONEP-
JKUTCS B TJIa3Me KpoBU B KOHLeHTpauuu 8,02—12,9 mxmoins/a (0,3 r/x1). Monekyna
(pubpmHOTEHa COCTOUT M3 6 TIONUTIENITUIHBIX IIETIel, KOTOPBIC CBA3AHBI APYT C IPY-
TOM JUCYJIb(OUIHBIMU CBSI3SIMU.

[TonunenTruaHble Lienu MOJIEKYJIBI IPUHATO 0003HaYaTh Aa,, Bf,, v,. BykBamu A,
B o0o3HaualoT Te y4acTKu, KOTOpbIe OTIICTUISIIOTCS IO ASHCTBUEM TPOMOMHA MpHU
npespaiieHuu puodprHoreHa B pudpuH. O6aactu A nenu Ao 1 oosactu B uenu B
comepxkat 00JIbIIOe KOJTUIECTBO OCTATKOB acliapTaTa 1 IIyTaMara, 9To CO3IaeT CHUITb-
HBII OTPHIIATEIBHBIN 3apsiT Ha KOHIIAX MOJIEKYITBI (DMOpUHOTEHA.

Mouitekyna puOprHOreHa COCTOUT U3 TPeX III00YISIPHBIX JOMEHOB, 110 OJHOMY Ha
KakJI0M KOHIIe MOJIEKYJIbI (ToMeHbI D) 1 oauH B cepenuHe (nomeH E). JlomeHbl oTaene-
HbI APYT OT APYyTa yYaCTKaMU MOJUIETITUAHBIX LIETei, UMEIOIIMMU CTePXKHEO0Opa3HyI0
KoHurypauuto. M3 ieHTpaabHOro riuodyssipHoro noMeHa E BoicTynaloT N-KOHILIeBbIe
yuyacTku ueneit Ao u BB, apisomnecst pparmentamu A u B atux neneii (puc. 13.6).

[TpeBpanienue pudpruHOreHa B (pruOPHUH MOXHO pa3fAeuTh Ha YEeThIpe ITara.

1. OcBoboxaeHUE MOJIEKYJIbl (DMOPUHOTEHA OT OTPULIATEJIbHO 3apsSIKEHHbIX (pu-
opuHonenTtuaoB A u B u obpazoBaHue MoHoMmepa pubpuHa. [IpespaieHue pudpu-
HoreHa (¢akrtop 1) B dubpun (dpakrop la) kaTtanuzupyeT pepMeHT TPOMOUH (hak-
top Ila). TpoMOUH SIB/ISIETCSI CEpUMHOBOI ITPOTEa30i U pa3pbiBaeT YEThIPE MENTUIHbBIC
CBS13M apTMHUJI—TJIMLUI B GUOPUHOTEHE, ABE U3 KOTOPBIX COEAUHSIOT 00JaCTU A U oL
B Lensix Aa, ase apyrue — B u B B uensix Bf. Takum obpa3om pubpuHOreH npespa-
nraetcs B MOHOMep (puOprHA, NMEIOLNI CTPYKTYPY (L, B, 7),-

2. O6pa3zoBaHKUE HEPACTBOPUMOTIO MOJUMEPHOTO (PUOPUHOBOTO CIyCTKa — TeJist
¢dudpuHa. B pesyiprare npeBpalleHnst pudOpuHoreHa B GUOPUH-MOHOMED B ITOCJIEI-
HEM OTKPBIBAIOTCS LIEHTPHI CBSI3BIBAHUS, TpUYeM AoMeH E sBisieTcss HocuTesieM 1eH-
TPOB arperanuu, aKTUBMPYIOIINXCS TOJBKO ITOCIe YACTUYHOTO TIPOTEOIM3a TPOM-
OMHOM, TOMEHBI D — HOCHUTEISIMU TIOCTOSTHHBIX IIEHTPOB arperaunu. [lepBudaHas
arperaiusi odbecreymBaeTcsl B3aMMOJIEICTBMEM LIEHTPOB CBSI3bIBaHUsI Ha JoMmeHe E

© )} © o

- 4 AT 3 J
o B,y tf3.y

E D
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S,

Puc. 13.6. CtpoeHue pubpurHoreHa: D, E— nomeHbl MosieKynbl prbprHoreHa
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OJTHOI MOJIEKYJIbI C KOMILIEMEHTAPHBIMU UM Y4acTKaMU Ha noMeHax D apyrux mo-
JIEKYJI ¢ 00pa3oBaHMEM 3JIEKTPOCTATUUECKMX, BOJOPOIHBIX U TMAPOGMOOHBIX CBSI-
3¢l MexXay MoseKyiaamu (pudpuH-moHoMepa. Camocbopka (puOprHa BKIIIOYAET ABa
arana. CHayasa o0pa3yrTcsl IBYHUTYATbIe TPOTOMOUOPUILIIBI, B KOTOPBIX MOJIEKYJIbI
(bubpuHa cMelleHbl OTHOCUTEIBHO APYT Apyra Ha 1/2 nuuHbl. B o6pasosanuu mnpo-
TO(UOPUJLI yYaCTBYIOT LIEHTPHI CBsA3bIBaHUS B foMeHax E u D. IIpoucxoaut ymiHe-
HUeE TIPU COXpaHEHUH MONEPEYHUKA, PABHOTO CyMMe IOTIEPEYHUKOB 2 MOHOMEPHBIX
equHul. [1pu nocTrkeHUM TpoTOGUOPUIITIAMU ONPEACICHHON KPUTUIECKOM TJTMHBI
HauMHaeTcsl JiaTepajbHasli accouuMauusi mpoTouOpuiLI, Beayllas K oO0pa3oBaHUIO
TOJICTBIX (PMOPUHOBBIX BOJIOKOH.

3. Crabunusauusi moaumepa (uOpUHa oCcylIecTBIsIeTCs (pepMEHTOM TpaHCIyTa-
munazoit (XI1la). @axrop XIII akTuBUpyeTCcss TPOMOMHOM ITyTEM OTIIEIIICHMS TIeTI-
Taa ¢ N-KOHIIA €T0 MOJIEKYJIbI.

4. Cxatue rensg. MakTop TPOMOOLIMTOB — COKPATUTEIbHBINA OEJIOK TpOoMOOCTe-
HUH, obanaromnii AT@a3HoI aKTUBHOCTBIO M IO CBOMM CBOMCTBAM ITOXOXWII Ha
aKTOMMO3MH MBI, o0ecrneuynBaeT cxkaTue (peTpakiiuio) rejst hudpuHa (puc. 13.7).

e e
PubpUHOreH
TpomBH T
dubpuHonenTHas e
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Mens gmbpuna

Puc. 13.7. Obpa3zoBaHue rena ¢prubpurHa
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I1p0Koa FYNAHTHbDbI n nyTb CBEPTbIBaHUA

IIpokoaryasiHTHBIN TYyTh 3aHUMaeT LIEHTPaIbHOE MECTO B CBEPTHIBAHUU KPOBHU.
B mupkynupymolieit KpoBu comepxKaTcs IpodGepMEHThI IPOTEONUTUIECKUX (pepMeH-
toB: (pakTop VII (mpokouseptun), dakrop IX (Kpucrmaca), ¢pakrop X (Crroapra)
u akrop I (mpoTpomMOUH).

Lupkymmpytoiue B KpoBu ¢aktopsl VIIIa 1 Vo, a Takke MeMOpaHHBIM OeJTOK (TKa-
HEeBOM (haKTOP) BBIMOJIHSIIOT POJIb OEIKOB-aKTUBATOPOB 3TUX (hepMeHTOB. I1pu moBpexae-
HUM COCYJIa BKITIOYACTCS KACKaIHBIN MEXaHM3M aKTUBAIMK (DEPMEHTOB C TTOCTIeI0BATE b~
HbIM 00pa30BaHMEM TPEX CBSI3aHHbIX C KJIETOUHOM MeMOpPaHOi1 TPOMOOIIMTOB KOMILIEKCOB.
KaskmpIit KOMITIEKC COCTOUT M3 TIPOTEONMTIIECKOTO (hepMeHTa, OeTKa-aKThBaTopa 1 MO-
HoB Ca?". Kommuieke Xo—Vo—Ca?" (mpoTpoMOMHA3HBIA KOMIUIEKC) aKTUBHUPYET I1PO-
TpoMOUH (pakrop II), u Kackaz 3aBepiiaercst oopazoBaHueM ¢pudprHa (puc. 13.8).

AxTuBaLMs (DepMEHTOB KacKaa BKJII0OYAET TP OCHOBHBIX MEXaHM3Ma.

1. YacTuunblii mporeou3. Bce pepMEeHTHI MPOKOATYJISIHTHOTO ITYTU SIBJSIIOTCS
CEPMHOBBIMM ITPOTEa3aMM, CHHTE3UPYIOTCS B TICYCHU B BUIE HEAKTUBHBIX ITPO-
depMeHTOB 1 B TaKoil hopMe IMPKYIMPYIOT B KPOoBU. B Tporiecce peanmsa-
LIMM TPOMOOT€HHOro CUTrHaja MpoepMeHThI MyTeM YacTUYHOTO MpOoTeoau3a
MpeBpallaloTcs B aKTUBHBIE (DepMeHTHI. TakuM 00pa3oM, HalpuMep, aKTUBU -
pyetcst mpoTpoMOuH. IlyTeM 4acTMYHOTO MpPOTEOJM3a aKTUBUPYIOTCS TaKXke
u dakTopsl VIII u V, npeBpaiascek B pakTopsl VIIIa u Va. TkaHeBoii pakTop
B ITPOTEOTUTUICCKOM MOIM(MHUKAIIMN He HyKIaeTCs.

2. B3anmmoneiicTBue ¢ 6eJKaMH-aKTHBaTOpaMu. TkaHeBoii pakTop, pakrop VIIla
u akTop Vo umerot 1eHTphl cBsidbiBaHusi epMeHToB Vila, [Xa 1 Xa coot-
BeTCTBeHHO. [Ipu cBsI3bIBaHUM ¢ OeIKaMM-aKTMBATOpaMMU aKTUBHOCTb 3TUX
(epMEeHTOB MOBBIIIACTCS B pe3yabraTe KOH(MOPMAIITMOHHBIX U3MEHEHUI.

Vil X
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Pwuc. 13.8. [1poKoarynfiHTHbIN NyTb CBEPTbIBAHNA KPOBU:

XKNPHOW YePTOI NOAYEPKHY Tbl GEPMEHTHbIE KOMMJIEKCHI, CBA3aHHbIE C MeMOPaHaMui; HeMpepbIB-
Hble CTPENKN — MOSIOXKMTENbHbIE 06paTHbIE CBA3M; B MPAMOYrOSibHMKaX — 6eNKr-akTMBaTopbl
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3. BzaumoneiicTBue ¢ KJIeTOYHbIMH MeMmOpaHamMu. Bce ¢epMeHTH mpokoary-
ngatHoro myty (11, VII, 1X, X) comepXar y-KapOOKCHUIIIYyTAMHHOBYIO KHCJIO-
TY — TPOAYKT MOCTTPAHCISILIMOHHOIO MpeBpallleHusl TayTaMara B peakluuu
KapOOKCUIMPOBaHUS TTpY ydyacTuu BuTamuHa K (B ruipoXuHOHHOI (hopMe OH
BBITIOJIHAET PoJib KodepmenTa). C momolubio noHos Ca’* orpuuaresabHo 3a-
PSKEHHBIE YIaCTKM MOJIEKYJT 3TUX (DEPMEHTOB CBSI3BIBAIOTCS C OTPULIATEIHHO
3apsKeHHBIMU (pocoIumnuaaMy KJIeTOYHO MeMOpaHbl U OeJIKaMKu-KO(paKTo-
pamu. B orcyrctBre nonos Ca?* kpoBb He cBepThIBaeTcd (puc. 13.9).

[TporpombuH (daxrop II)
_—
| |
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TpomOus (daxrop Ma)
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Puc. 13.9. [poTeonntuyeckasn akTmBaLus NPOTPOMOUHa:

y-KFny — OCTaTKn 'Y-Kap60KCI/IrJ'IyTaMVIHOBOVI KUCNOTbI; LWTPUXOBblE
CTPEeNKW yKasblBatloT MOJIOKEHUE TMAPON3yeMbIX NENTULAHbIX cBA3en

TxaneBoli (pakTOop IpeACTaBIsIeT COOOM MHTErpalbHBIE MEeMOpaHHBIM OEJIOK.
JloMeH aToro 0esnka, 3KCMOHMPOBAHHBIA Ha Hapy>XKHOU IMOBEPXHOCTH MEMOpaHbI,
npeacTaBiisieT coboii peuenTtop dakrTopa VII. TkaHeBoit (pakTop 0OHapyKMBaeTCs
B IUIa3MaTUYECKOI MeMOpaHe OOJIBIIMHCTBA KJIETOK, B TOM YMCJIEe 9HAOTEIUATbHbIX
U TPOMOOILIUTOB.

B otiinune ot TkaHeBoro dakTopa, ¢akropsl VIII u V — 310 6e1ku miaa3Mbl Kpo-
BM; 00pasylolecs 13 HUX B pe3yJIbTaTe YaCTUIHOTO TTPOTE0IN3a aKTUBHBIE (PaKTO-
pbl VIIIa u Vo npucoeanHsiI0Tcs: K MeMOpaHe MOHHBIMU U TUIPO(POOHBIMU CBSI3SIMMU.
B pesynbraTe 00pa3ytoTcsl TpU aKTUBHBIX (DEPMEHTHBIX KOMILIeKCa, KaXKIblil U3 KOTO-
PBIX CONEPXKUT MEMOpPaHy KJIeTKH, hepmeHT, Ca’* 1 GeloK-aKTUBATOP.

AkTuBaLMsl (PEPMEHTOB KOMILJIEKCA SIBJISIETCS PE3YJIBTaTOM B3aUMOJIEMCTBUS BCEX
ero komnoHeHToB. Eciu dakTopsl I1X, X u II TpeOyroT aktuBamuu, to (akrop VII
00J1amaeT HeBBICOKOM TTPOTEOTMTUIECKOI aKTUBHOCTBIO. B pe3ynsraTe MoBpeXKIeHS
WK pealin3alii Kakoro-iudo TpoMOOTeHHOIO CUTHajia BO3MOXHO 00pa3oBaHUe Ha
MOBEPXHOCTU KJIETOUHOI MeMOpaHbl MOIU(MULIMPOBAHHBIX (POCHOTUMUIHBIX yUaCT-
KOB U KaK CJIEICTBUE 3TOro (hopMUpOBaHUE NIEPBOT0 aKTUBHOTO KoMIuiekca A. OTOT
KOMILIEeKC akTuBupyeT (aktopbl IX 1 X, 4TO NMPpUBOAUT K 00pa30BaHUIO KOMILIEK-
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coB b u B. Ilpu aTtom daktop Xow MPOTEOTUTUUECKU aKTUBUPYET (pakTop V, a KoM-
miekc B He ToibpKO TIpeBpaliaeT mpoTpoOMOUH B TPOMOWH, HO M aKTUBHUPYET (paKTop
VII, nporeonutuueckasi akTUBHOCTb KOoToporo B Komruiekce VIla—TkaHeBoit dak-
top—Ca?* B 10 000 BeilIe, yem B KoMmrutekce VII—Tkanesblit paktop—Ca®t. Takum
00pa3oM, KOMIUIEKC B Mo mpuHLMIY MOJOXUTEIbHON OOpaTHOM CBSI3W YCUJIMBAET
peakiiuu, B pe3yIbTaTe KOTOPhIX OH 00pa3oBasics.

TpoMOuUH KaTanu3upyeT YaCTUYHBIM IpoTeonu3 ¢udbpuHoreHa u ¢akropa XIII
(bepMeHT TpaHCIIyTaMHMIA3a) M 10 MEXaHU3MY ITOJIOKHUTETbHONM OOpaTHOM CBSI3HM
npoteosuTrudecku akTuBupyet paktopsl V, VII u VIII. B mpoiiecce cBepThiBaHUS KpO-
BM JICMCTBYIOT iBa MeXaHW3Ma YCUJIEHUsI CUTHAJIA: KacKajl peakldii, B KOTOPOM Kax-
noe hepMeHTaTUBHOE 3BEHO 00eCTIeYMBaeT YCUJICHUE CUTHAJIA, U TIOJIOXKUTEIbHbIE 00-
paTHBIE CBS3U.

KonraktHas ¢asza cBepTbiBaHUsI (BHYTPEHHUI ITyTh) COAEPKUT IPOhepMEHTHI
(paxkrop XII, mpekamiukpeuH, ¢akrop XI), KOTOpble aKTUBUPYIOTCSI YaCTUIHBIM
npoteosu3oM. OHU 00pa3yloT MeMOpaHHO-CBSI3aHHbBIE KOMILJIEKCHI C BBICOKOMOJIE-
KyJisipHbIM KuHnHoreHoM (BMK) (puc. 13.10).

KoHrakTHas aza sBiasgeTcs He3aBUCUMOU OT BUTaMuHa K, Tak Kak yyacTByoII1e
B Hell (pepMEeHTHI He coiepXkaT y-KapOoKCUNIyTaMUHOBYIO KucaoTy. PakTtop XI ak-
tuBupyeT pakTop IX nmpokoarynssHTHoro rmytu. KonrakTHas dasa He siBisieTcst abco-
JIIOTHO HEOOXOAMMOM TSI MHUITMAIIMY CBEPTHIBAEMOCTH KPOBU. DTO MOATBEPKIaeT
TOT (DaKT, UYTO HU OJIHA U3BECTHASI MyTallUsl OEJTKOB KOHTaKTHOI (ha3bl HE MPUBOIUT
K HapylLLIEHWO CBepThIBaHUsI. BeposiTHO, KOHTaKTHasl (ha3a CIY>KUT JJIsl COTPSIKEHUST
CHUCTEMbI TeMKOATYJISILIMKU C PA3IMYHBIMU PETYISITOPHBIMU CUCTEMaMU OpraHU3Ma.

OcCHOBHble MexaHn3mbl $pubpuHonunsa

B opranusme cyuiectByet MolHasi (puOpUHOJIUTHYECKAsT cUCTeEMa, Oo0ecIeurnBa-
foIIasi BO3MOXHOCTh pacTBOpeHUs ((puOpuHOMM3) CPOPMUPOBABIINXCSI KPOBSIHBIX
CTYCTKOB — TpoM0OOB (puc. 13.11).

PeTparupoBaHHbIl CIyCTOK (hMOpUHA B OpraHU3Me 4eJoBeKa W >KUBOTHBIX TOJ
BJIMSIHUEM MPOTEOJUTUUYECKOTO (hepMeHTa Ia3Mbl KPOBU TUIa3MUHA MOIBEpPraeTcs

VII —— VIIa-T®

Ipekamm-

XIII KpeHH XI IX X I1
,= X/ | a e
v Y Y Y v/ v
Xlla-BMK  Ka-BMK  Xla-BMK [Xa-VIII Xa-V lla

| J

Puc. 13.10. KoHTakTHas $a3a 1 IpoKoarynsHTbii NyTb CBEPTbIBAHUA:
BKM — BblCOKOMONEKYNAPHbIN KNHUHOTEH; Ka — KanimkpenH
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MnasmnHoreH
TkaHeBble NM30KNHa3bl, nas ore
(dnbprHONU3NHOTEH,
CTPEenTOKMHa3a
nNpodU6PVHONN3ZNH)
lNpoakTuBatop \ AN AKTnBaTOp ap YpoKunHasa, TpUncuHx,
nyasmriHa KpoBsu nnasmvHa TKaHeBbI GakTop
Y
MnasmnH
(dnbprHONN3NH)
MpopyKTbl pacnaga MpopayKTbl pacnaga
¢$unbprHoreHa dnbpuHa
[} [}
Y - Y
OurbpuHoreH T OnbpuH
Tpom6uH
MpoTpom6uH

Puc. 13.11. MexaHu3mbl prbpuHOIU3a

MMOCTENIEHHOMY paccachblBaHUIO C 00pa30BaHMEM Psia PACTBOPUMBIX B BOAE MPOMYK-
TOB TMIPOJIM3a — MENTUI0B. B HOpMe TTa3sMmH HaXOMUTCS B KPOBU B hOpMe HEaKTUB-
HOTO MpeIlIeCTBeHHUKa — rula3MuHoreHa. [IpeBpailieHre Mjaa3sMrHOTeHa B IJIa3MUH
COITPOBOKIAETCST OTIICTUIEHHEM OT ITOJUIIEIITUAHON 1iermn 25% aMWUHOKUCIOTHBIX
octaTkoB. KatanusupyeTcst aTa peakliMsl Kak aKTUBaTOpaMu KPOBU, TaK U aKTUBATO-
pamu TKaHeii. Benyiast posib B 3TOM Tpoliecce MPUHAIIECKUT KPOBSIHBIM aKTUBATO-
paM. B HopMe akTMBHOCTb KPOBSIHBIX aKTHBATOPOB IJIa3MMHOIeHa OUeHb HU3Kasl, T.C.
OHU HaXOJSATCSI B OCHOBHOM B (popMe MpoaKTUBAaTOPOB. Becbma ObIcTpoe mpeBpalie-
HUe KPOBSIHOTO MPOAKTUBATOPa B aKTUBATOP TJIa3MUHOTEHA MPOMCXOAUT MO/ BJIUSI -
HUEM TKaHEBbIX JIN30KMHA3, a TAKXKe CTpeNnTOKMHa3bl. CTpenToKMHAa3a BelpabaThiBa-
eTCsl TeMOJTUTUYECKUM CTPENTOKOKKOM 1 B OOBIYHBIX YCIOBUSIX B KPOBU OTCYTCTBYET.
OnmHako Mpy CTPENTOKOKKOBOI MHGMEKIINY BO3MOXHO 00pa3oBaHNe CTPENTOKMHA3bI
B OOJIBIIIOM KOJIMYECTBE, YTO MHOIIA MPUBOAUT K YCUJIEHHOMY (pUOPUHOIU3Y U pa3-
BUTHIO TEMOPPArnIecKOro amare3a.

Heobxonumo Tak:ke UMETh B BUILY, YTO Hapsiay ¢ (GUOPUHOJUTUYECKOUN CUCTEMO
KPOBHU UejIoBeKa UMeeTCsl U cucTeMa aHTUuOpuHoauTrudeckasi. OHa COCTOUT U3 pas-
JIMYHBIX aHTUKWHA3, aHTUTLJIa3MUHA U APYTUX aHTUAKTUBATOPOB.

B nipakTuyeckoil MeauiiMHe B JIeYeOHBIX LEesIX (hepMEHTHbIE IpernapaThl U UX WH-
TMOUTOPHI IITMPOKO MCTIOJIB3YIOTCS TTPU HApYIIEHUH CBEPTHIBAIOIIEH 1 TPOTUBOCBEP-
ThIBAIOIIE cUCTeMbl KpoBU. Tak, Ipu TpoMOO3IMOOIMYECKO 00Ie3HN TIPUMEHSIOT
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(epMeHThI, CITOCOOCTBYIOIINE 100 IM3KUCY 00pa30BaBIIEroCs TpoMOa, 1100 CHIKEe-
HUIO TTOBBIIIIEHHON CBEPTHIBAEMOCTH KPOBHU. [1pU COCTOSTHUSIX, COMPOBOXAAIOLINXCS
pa3BUTUEM (PUOPHMHOIM3A, UCTIONB3YIOTCS MHTUOUTOPHI (DEPMEHTOB.

WccnenoBaHusi MOCIEAHUX JIET Jal0T OCHOBaHWE CUMTaTh, UTO BBEICHUE TIa3MMHA
B COUYETAHUM C renapuHoM (AHTHUTPOMOMHOM) MOXKET ObITh 3((PEKTUBHBIM HE TOJbKO
MpH JIEYEHUU TpOMOO3a JIETOUHOM apTepru, TPOMOO(hIeOUTOB, HO U TIPU JICUSHUN UH-
(hapkTa MuOKapa, eclii BBOAUTD 3TU TIperapaThl B IIEPBbIE YaChl ITOC/IEe Havyaia 001e3-
HU. B KauecTBe (DMOPMHOIUTUUECKUX TIPEMIApaToOB MpU MHMapPKTe MUOKAPIA MOXHO
HCMOJIb30BaTh TAKXKE aKTUBATOPHI IJTa3MUHOTEHAa — YPOKMHA3Y U CTPENTOKMUHA3Y.

HoBoe mnepcrnekTuBHOE HaIpaBieHWe — MCIOJAb30BaHUE WMMOOUIM30BAHHBIX
(epmeHTOB (cTpenrToackasa U np.). Takue ¢hopMbl (DepMEHTOB TMOJHOCTbIO COXpa-
HSIOT KaTaIUTUYECKYI0 aKTUBHOCTb, NEMCTBUE UX B OpraHuU3Me 0oJiee IJIUTENbHO,
a aHTUTEHHOCTh CHUKEHA.

CnenyeT TOMHUTh, YTO Tepamus TPOMOOIMTUYECKUMU IIpernapaTaMu TpeOyeT
XOpOLIO OPraHM30BaHHOTIO JaOOPAaTOPHOTO KOHTPOJISI, TaK KaK MPOTEOIUTHYECKOe
JIeCTBUE TIJIa3MUHA HE SIBJISIETCS] CTPOro Cieln(ruIecKuM TOJbKO 115 (pudpruHa —
OCHOBHOTO KOMITOHEHTa TpOMOa: BBEJAEHME IJIa3MUHA MOXET BbI3BaTh HEXeEJIATE b-
HO€ pacllierUIeHUe MHOTMX Ba>KHBIX JUISI CBEPTHIBAHUSI KPOBU BEILIECTB, YTO B CBOIO
ouepeb MOXKET IIPUBECTU K CEPbE3HBIM OCJIOXKHEHUSIM, B YACTHOCTH K PA3BUTHIO Te-
MOppParn4eckoro auaresa.

®OubprH TpoMba THAPOIU3YeTCS ¢ 00pa30oBaHMEM PACTBOPHUMBIX TETITUIOB IO
JIECTBUEM CEpMHOBOI MpoTeasbl IJa3Mbl KpoBU IuiaszMuHa. [Iporteonutnueckuii
(epMeHT — TKaHeBbI# akTUBaTOp Ta3MuHa (TAIT) myTeM yacTMUYHOTO MPOTEOaU3a
MpeBpaliacT HeaKTUBHBIN IJIA3MUHOTEH B aKTUBHBIN 11asMuH. TAIT cuHTe3upyercst
B DHJIOTEJIMM COCYIIOB BCEeX TKaHel, KpoMe TIeUeHM.

PactBopeHmne (pOPMHOBOIO CTYCTKA OCYIIECTBIISICTCS TIPU B3aUMOJCUCTBUN (DU-
OpuHa, asmuHoreHa u TAIT (puc. 13.12).

[ToctpoeHue ceT (PUOPMHOBBLIX BOJIOKOH MPU OOpa30oBaHMU TpoMOa COIPOBO-
KIaeTcsl copOLIMeit Ha Heil TuTa3MMHOIeHa M eT0 aKkTUBAaTOpoB. B MosiekyJie mia3sMuHa
Y TJITA3MUHOTEHA €CTh YYaCTKU, KOMIUIEMEHTapHbIe JoMeHaM (UOprHa, MpUUeM OfHa

Ilmazsmuuoren

TAII

[Inasmun

®ubpuHOBBIH crycTok  PacTBOpMMBIE ENTHIBI

Puc. 13.12. PacTBopeHue $pnubprHOBOro CrycTka
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MOJIeKyJia TIIa3MHUHA MOXET CBSI3bIBATh HECKOJIbKO MOJEKyn ¢ubpuHa. Mojekyia
TAII Taxke mMmeeT LEHTP CBI3bIBaHUS ¢ (puOpuHOM. OOpa3ylolIMiics B pe3ysIbrare
B3anMoeiicTBys masmuHoreHa u TAIT masmuH ruaponusyet ¢hpubpuH. PactBopeHue
(uOpMHOBOIO CrycTKa MPMBOIUT K OCBOOOXIEHMIO 13 Hero tasmMuHa u TAIT, koTto-
pble MOMagaOT B KPOBOTOK M MHTUOMPYIOTCS CcrieliMbUIeCKMMU UHTMOUTOpaMU.

I1p0'r|/| BOCBepTbiBalolWlaa CcUCTeMa KpoBu

DPU3NOTOTUIECKIE MHTUOUTOPBI (DEPMEHTOB CBEPTHIBAHWS KPOBU OTPAaHUIMBAIOT
pacnpocTpaHeHue TpoMOa U COXPaHSIIOT KPOBb B XKMIKOM COCTOSTHUM.

AHTUTpOoMOUH 11 MHAKTUBUPYET Psii CEPUHOBBIX MTPOTEa3 KPOBU: TPOMOMH, (hak-
topsl [Xa, Xo, Xllo, maa3mMuH, ypokuHa3sy, KautnkpenH. MakTopbl, He OTHOCIIME-
Cs K CEPUHOBBIM MPOTEa3aM, HE UHAKTUBUPYIOTCI aHTUTPOMOMHOM. [enapuH siBiisi-
eTcst akTuBaTopoM aHTuTpomouHa II1.

o,-MakpomIo0yJIMH 00pa3yeT KOMILIEKCH ¢ CEPUHOBBIMU MTPOTEa3aMy, NHAKTH-
BUDPYS UX.

AHTUKOHBEPTUH clieliM(pruIecku B3aUMOJIEUCTBYET ¢ (hePMEHTHBIM KOMILIEKCOM
TkaHeBoi pakTop-VIla—Ca?*. OH aBigeTcs TOMEHHBIM OEJIKOM, IIPUYEM OIUH J10-
MeH B3aumoneicteyet ¢ VIla, a Apyroii — ¢ TkaHeBbIM (haKTOpOM. AHTUKOHBEPTUH
WHTMOMPYET HEe OT/IeJIbHbIe (PepMEHThBI, a 00pa30BaHHbIM HA MeMOpaHe (hepMEeHTHbIN
KOMILJIEKC, TTO9TOMY €r0 Ha3bIBAlOT CBSI3AHHBIM C JIMIIONPOTEUHAMU WHTMOUTOPOM
KOAryJisiluu.

AHTUKOAryJISIHTHBI MyTh YCTPOEH I10 TOMY K€ MPUHIIUITY, YTO U KOAryJIsSIHTHBIM.
AHTUKOAryJSIHTHBI MyTh — 3TO KOPOTKMI KacKaJl peakiuii, B KOTOPOM y4acTBYIOT
tpoM6uH (Ila), TpoMOoMoaynuH (Tm), 6enok C, 6enok-akTuBaTop S u pakTopsl Vo
u VIIIa. B pesynbrare aToro kackana paspyiuartcs ¢akropsl Vo u VIIo, HeoOxoau-
MBbI€ JJIS1 IPOKOAryIsSIHTHOTO I1yTH (puc. 13.13).

TpomGoMoOyIMH — 3TO MHTETPAJIbHBIN O€JIOK IJIa3MaTUIeCKOl MeMOpaHbI, 00-
HapyXXMBaeTCsl TOJbKO B HAOTEJUATbHBIX KJIeTKax. OH He HyX/aeTcsl B MPOTeoIu-
TUUECKOM aKTUBALIMU U CIYKUT pelienTopoM TpoMOuHa. benok C — npodepMeHT,

C

[la-TM-Ca”t — > Va, VIIla

[enTuaer

Puc. 13.13. AHTVKOArynAHTHbIN Ny Tb:
Tm — TpombomopynuH; Ca — aKkTUBMPOBaHHbI 6e5ok C; S — 6enok-kodakTop
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COAEPXKUT OCTATKM KapOOKCUTITYTAMUHOBOI KUCIOThI, aKTUBUPYETCS TTyTEM YacTHUY -
HoOro Iporeojin3za KomiuiekcoM Ilo—TpomOGoMoayinH. AKTUBHMpPOBaHHbBIN Oejok C
o0Opa3yeT ¢ 0eTKOM-aKTUBAaTOPOM S MeMOpaHHO-CBSI3aHHBIN KOMIIJIEKC, KOTOPBIN
pacueruisier B paktopax Vo u VIIIo 1Be nenTuaHble CBSI3U, MHAKTUBUPYS UX.

KOHTpOﬂbeIe 3aaHuA, TeCTbl, 3agaun

3apaHun

1. Hanmummmre cxeMy CMHTEe3a remMa, yKa3aB peryJIsITOpHBIC peaKIIMi M MEXaHU3MBbI
WX PETYIISAIINN.

2. C KaKMMU HapylIeHUsSIMU CUHTE3a reMa CBsI3aHO BOZHUKHOBEHUE MOPPUPHIA,
royemMy Ipu 3TUX 3a00J1eBaHMSIX HAOII0JaeTCS MOBBIIIEHHAS] YyBCTBUTEIbHOCTb KOXKU
K COJTHEUHOMY CBeTy?

3. 3anonHuTe TabJIMILY, HA3BaB O€JIKU, BHITTOJHSIIOIIME YKa3aHHbIe (DYHKIIMU B Me-
TaboaMU3Me Kesesa.

DyHKIUA Benok
ViiaBiIMBaer XKeje30 MUK B KJIETKAX CIIM3UCTON KMIIEYHIKA
OKUCJISET BBIXOISIIUE U3 SHTEpOLUTOB UOHbI Fe?™ B Fe*
Tpancnoprupyet Fe’* mo KpoBeHOCHOMY pycCJLy
3amacaer Xene30 B KJIeTKax

AKKYMYJIUpPYeT N30BITOK XeJle3a B KJIeTKax

4. Hanuiure HedepMEHTATUBHYIO peakiinio 00pa3oBaHUs CYNEPOKCUIHOIO pa-
TKama.

5. JlonoJiHUTE CXeMY HelloCcTalolMMU (hepMEHTaMMU.

02\ H,0 \ / GSSG NADPH + H 6-(-TIIOKOHAT
\ H,0; 2GSH NADP* [1rok030-6-
docdar
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6. Ilepeuncnute pepMEeHTHbIE KOMIUIEKCHI, YYACTBYIOILIME B MPOKOATYJSTHTHOM
MyTU CBEPTHIBAHUU KPOBU. YKAXKUTE MEXaHW3M aKTUBALIMU (PaKTOPOB CBEPThIBAHUS
KpOBH.

7. HanuiuTe peakiyio peBpaileHusi MpoTpoMOrMHa B TPOMOWH IO 1eCTBUEM
MPOTPOMOMHOTO KOMILIIEKCA.

8. JomosHuTe cxeMy 00pa30oBaHMs HEPACTBOPUMOTO (pUOPHH-TOIUMEpPA.

dubpuHoreH

DdubpuH-MOHOMED

oN!

DubpuH-moIMMEp

©|

Crabuwimzauus GuoprH-noamMepa

o}

C:xxatue reisg GUOpUH-TIoIMMepa

TectoBble 3apgaHunA

1. BeiGepuTe mpaBuIbHbIE OTBETHI

st cuHTe3a 8-aMUHOJIEBYJIMHOBOM KUCJIOTHI UCTTOb3YIOTCS:
A. DimumH.

b. AT®.

B. Cykuunui-KoA.

I. ®epmeHT — d-aMUHOJIEBYIMHATACTAAPATA3A.

. IMupupokcanbdocdaT kKak KOHEpMEHT.

2. BribepuTe npaBuiibHbIE OTBETHI

®eppoxenaTaza:

A. cnonp3yeT nupuaokcaibdocdar B KauecTBe KohepMeHTa.
b. Karanmusupyet oopazoBaHue nopdoonInHoreHa.

B. Ocy1iectBisieT cuHTe3 remMa.

I Bximovaet Fe?" B mophoOuIMHOreH.

I. Mpucoenunuser Fe?* k nporonopdupuny IX.
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3. BoiOepure npaBuibHbi€ OTBEThI

XKeneszo:

A. BcacbiBaeTcs B KUIIIEYHUKE ITpU ydacTuu ButamuHa C.

Bb. TpancnopTupyeTcst 1o KpoBU B KOMILJIEKCE ¢ TpaHC(HEPPUHOM.
B. JlenoHupyeTcs B KJ1eTKax B cocTaBe eppuTUHA.

I. Y3 reMocuaeprHa UCITOIb3yeTCS B CHHTE3€E TeMa.

J. HakariuBaeTcs riiaBHbIM 00pa3oM B TpaHC(heppuHE.

4. Bri0epuTe MpaBUIIBHBIA OTBET

B sputpornrax "CTOUHMKOM SHEPTUH SIBIISICTCS:
A. Oxucnenue yakrata 1o CO, u H,O.

b. [lenTo3otochaTHbIi MyTh.

B. AHaspoOHBII TTIUKOJIN3.

I. AspOOHBIIi ITMKOJIU3.

. B-okucieHue XKUPHbIX KUCIOT.

5. BoiOepuTe NpaBUJIbHBIE OTBETHI

B HeliTpanuzauuy akTUBHBIX (pOPM KHUCI0POIa YIaCTBYIOT:
A. CynepokcuaaucmyTasa.

Bb. ®eppoxenaTasa.

B. IInyratmonnepokcuaasa.

I. IiryratmoHpeaykTasa.

. LHutoxpoMokcuaasa.

6. YcTaHOBUTE COOTBETCTBHE
Cxema pubpuHOIH3a KomnoneHTsI
A. TkaneBoii pakTop.
b. TxaHeBoI1 aKTUBATOP IUIAa3MUHA.

l @ B. Gutpnn.
@

[Tna3smuHOreH

I. ®axkTop Va.
. ITna3muH.

( : ) ) PacTtBopuMbIe
TEeTNTUIbI
7. BoiGepuTe npaBuibHbI€ OTBETHI
TpombomonyanH
A. YyacTByerT B paclieruieHuu (puopuHa.
b. OGHapyxeH B MeMOpaHe 3HA0TeIUaIbHbIX KJIETOK.
B. Peuenrtop TpoMOuHa.

I. YuactByer B akTuBauuu rporeuHa C.
H. Katanusupyet 4aCTUYHbIN MPOTEOIU3 IJIa3MUHOTEeHA.
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3apgaun

1. Y moaeiil ¢ HacJaeACTBEHHOM HEIOCTATOUHOCTBIO III0K030-6-(hochaTaeruapo-
reHasbl IPU MpUeMe HEKOTOPBIX JIEKAPCTBEHHbIX MpenapaToB, OTHOCSIIIIUXCS K CUJTb-
HBIM OKHCIIUTEJISIM, BO3HUKAET MaCCUPOBAHHBIN TeMOJIM3 SPUTPOIIUTOB B Pe3yJIbTaTe
HaKOIUICHUSI aKTUBHBIX (hopM Kuciaopona. OObsICHUTE, ITI0YEMY Y TaKMX MallMeHTOB
pa3BUBaeTCsl TeMOJIU3 IPUTPOLUTOB. 1151 oTBeTA:
a) Ha30BUTE MPOLIECC, SIBJISIOUINICS B 3pUTPOIIUTAX EAMHCTBEHHBIM UCTOYHUKOM
NADPH + H™;

0) Ha cxeme mokaxuTte, Kak kopepmeHT NADPH cBsi3an ¢ mpoiieccoMm 00e3Bpe-
SKMBaHUS aKTUBHBIX (DOPM KUCJIOPOA;

B) HaMUIIKUTE peaKlnio, MPUBOISIIYIO K MOSIBJICHUIO CYNEPOKCUAHOIO paanuKalia
B OPUTPOLIUTAX.

2. Jlns npoduiIaKTUKU TPOMOO30B TIPU CEepACUHO-COCYAUCTHIX 3a00JIeBaHUSIX
MPUMEHSIIOT TUPYAOTEpanuo — jedyeHue MUsIBKaMU. YCTaHOBJIEHO, YTO B CJIFOHHBIX
JKeJie3ax MUSBOK CONEPXKUTCS MEeNTHI TUPYIWH, KOTOPBIM MHTUOUPYET TPOMOWH.
OObBsICHUTE, MOUeMy TMpydoTeparnusl crocoOHa IPernsiTCTBOBaTh TPOMOO0Opa3oBa-
Huto. /It oTBera:

a) IpeacTaBbTe cXxeMy oOpa3oBaHuUs (PUOPUHOBOIO TPOMOa;

0) n3o0pasuTe rpoliecc 00pazoBaHUsI aKTUBHOTO TPOMOWHA U peakliinio, KOTOPYIO

KaTaJIM3UPyeT STOT (PepMEHT.

3. HeGonbline rnopesbl, ccailHbl BbI3bIBAIOT UCTEYEHUE KPOBU U3 TMTOBPEXKIEHHbIX
COCYJIOB MJIU KaIIUJIJISIPOB, KOTOPOE JOCTATOUHO OBICTPO MpekpainaeTcs. OObsiCHUTE,
Kakue COOBITUSI TPOUCXOAST B 00JIaCTU MOBPEXICHUSI U TIPUBOISIT K 00pa30BaHUIO
¢ubpuHOBOro Tpomda. B xome orBeTa:

a) M300pa3uTe cXeMy MPOKOAryJsSIHTHOTO MyTHU CBEPThIBAHUSI KPOBHU;

0) HamUIIUTE CXeMYy peaklUu IpeBpalleHus ¢puopuHoreHa B (puOpUHIEb, YKa-

3aB CIIOCO0 CTAOMIM3AallUU TTOJIMMEPA U €r0 CXaTus.

4. llecapeBuu AJiekceil — ChIH TocieaHero pycckoro napst Hukomast 11 — crpa-
nan remobuwireit A. DTo HacleNCTBEHHOE 3a001eBaHKUE BbI3BAHO MYTallMeil B TeHe
dakropa VIII u comnpoBoxaaeTcss 4acTbIMU MOJKOXHBIMU, BHYTPUMBIIIEYHBIMU
U BHYTPUCYCTAaBHBIMU KPOBOUBIUSIHUSIMU. OOBSICHUTE, KaKy10 (DYHKIIMIO BHITIOTHSIET
¢daxrop VIII B cBepTHIBalOLIEii CUCTEME KPOBU, ITOYEMY HapylIeHHE 3TON (DyHKIIUN
MPUBOJUT K HAPYIIEHUIO CBEPThIBAEMOCTH KPOBU. [J1s1 oTBeTa:

a) U300pa3uTe cXxeMy MPOKOAryJsSIHTHOTO MyTHU CBEPThIBAHUSI KPOBHU;

0) ykaxuTe, paboTa Kakoro (oepMeHTHOIo KOMILIEKca OYAeT CHUXKEHA MpU 3TOM

MaToJIOTMH IO CPABHEHHUIO C HOPMOIA.

5. Toabko B ruta3MaTU4YecKUX MeMOpaHaX 3HAO0TEIMabHBIX KJIETOK OOHapyXKeH
MHTETPaJIbHBIN 0eJ10K TpoMOoMonyanH. O6pa3yst KOMILIEKC C TPOMOMHOM, OH BKJIIO-
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YyaeT aHTUKOATYJISIHTHBIN MYTh, SIBASIICH OMHUM U3 (PU3MOJOTMYECKUX UHTHOUTOPOB
¢depMeHTOB cBepThIBaHUS KPOBU. O0OBbSICHUTE, KAKUM 00pa30M KOMITJIEKC TPOMOOMO-
IyJIMHA ¢ TPOMOMHOM o0ecIieurBaeT IpeKpalleHe CBepThiBaHusI KpoBU. J11st oTBeTa
TPUBEIUTE COOTBETCTBYIOIIYIO CXEMY.

TaNoHbl OTBETOB K TECTOBbIM 3aflaHUAM
, B, II.

b

=z =1

,B.

9

w
ﬂ

1.
2.
3.
4.
5.
6. 2—J,3—B
7.

U’J’—‘D>UU'J>U:J>

=
—_



buoxumus
COCOUHUMENAbHOU
MKAHU

IMenu uzyyenus. 3HaTb U yMETb OOBSCHSITh:

e OCOOCHHOCTHU CTPOEHHUsI, CUHTe3a U (DYHKLIMOHUPOBAHUSI OCHOBHBIX KOMIIO-
HEHTOB COEIMHUTEIbHOI TKaHU: KOJUIareHa, 3J1aCTUHA, NIMKO3aMUHIJIMKAHOB
Y TIPOTEOTIMKAHOB;

® PpOJIb aCKOPOMHOBOI KMCIOTHI (BUuTamMmuHa C) B TMAPOKCYIMPOBAHUHU TTOJIUIIETI-
TUIHBIX LIeTIel MpoKoJUlareHa, HapylleHde KOTOPOro BeldeT K 00pa3oBaHUIO
MeHee MTPOYHBIX KOJIJTareHOBbIX BOJIOKOH U BO3BHUKHOBEHUIO 1IUHTH;

e (opMHUpOBaHME KOCTHON TKaHU B pe3yJbTaTe B3aMMOJEHCTBUS KPUCTALIOB
TUAPOKCHUATIaTUTA ¢ KOJUTAareHOBBIMU BOJIOKHAMU.

CoennHUTENIbHAS TKaHb UMEET MEe3eHXMMaTbHOE MPOUCXOXKICHUE M COCTOUT M3
KJIETOK U MEXKJIETOUHOTO MaTepuasia, 00pa30BaHHOTO IIaBHbIM 00pa3oM Ghubpu-
JISPHBIMU OeJIKaMU U MTPOTEeOrNIMKaHAMU U TJIMKOMPOTEMHAMMU.

CoenuHUTeNbHASI TKAHb €CTh BO BCeX OpraHax. B HEKOTOPBIX TKaHSIX ee 3HaUeHUE
BecbMa BEJMKO HE TOJbKO B CTPYKTYPHOM, HO U (yHKIHMOHAJbHOM I1aHe. K aTum
TKaHSIM OTHOCSITCSI CyXOKMJIUS, XPSIIITU, KOCTH, KOXa M CTEHKN KPYITHBIX KPOBEHOC-
HBIX cocynoB (puc. 14.1).

benky B 0CHOBHOM MpencTaBieHbl KoJilareHoM U ajiactTuHoM. KoJiareH oopasy-
eT HUTU (puOpusUIbl) pasIuuHON TOMIIMHBI. PacnoyioxkeHue HUTEH ompeaesisieT ux
(YHKUMIO, KOTOpasi COCTOUT B OCHOBHOM B MPUAAHUM TKaHSIM MPOYHOCTU Ha pas-
poiB. KoJimareHoBbIe HUTH 00pa30BaHbl CyObeIMHUIIAMM, Ha3bIBAEMbIMU TPOITOKOJI-
JIaTeHOM, KOTOPbIE PACIIONIOKEHBI PETYISIPHBIM 00pa30M U B3aMMHO OPUEHTUPOBAHbI
KakK B MPOAOJILHOM, TaK M IOMEePEeYHOM HaIlpaBieHHMU. MoJieKyia TporoKoJjiareHa
COCTOMT M3 TPeX LIeTel ABYX BUIOB: O, U OL,, KOTOPBIE 00Pa3yIOT TPOWHYIO CITAPAb.
Kaxnas uenb oopazoaHa mpumepHo u3 1000 octaTkoB aMMHOKHUCIIOT, Cped KOTO-
PBIX IPUCYTCTBYIOT OKCUIIPOJUH U OKCHIN3UH. CyTepceMelicTBO KOJLJIareHOB BKJTIO-
yaer, 1o KpaitHeit Mepe, 19 pa3HbIx OeJIKOB — COOCTBEHHO KoJiiareHoB u eie 10 6e-
KOB, coJepxKalllMX KOJUIareHOINnoaoOHble AoMeHbl. Haubosee pacrpocTpaHeHHBIE
KOJIJIareHbl 00pa3yloT B MEXKJIETOUHOM MaTpukce (puOpmuibl (KojutareHbl TUIIOB I,
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Puc. 14.1. Knetku coeanHuTeNIbHON TKaHu, GubpunnapHble 6enku (KonnareH, sna-
CTUH), @ TaKXXe MPOTEOrKaHbl U MIMKOMPOTENHBI 3aMOJSHAIOT MPOCTPAHCTBO MEXAY
MapeHXMMAaTO3HbIMUN KIETKaMU 1 KPOBEHOCHbBIMM Kanuispamu:

1 — coeaviHUTENbHAA TKaHb; 2 — MapPeHXMMATO3Hble KNeTKN; 3 — Kanunasapbl U SeMeHTbl Kpo-
BU; 4 — TyYHble KNeTKY; 5 — drnbpounTbl 1 GrbpobnacTbl; 6 — BONIOKHO KofnareHa; 7 — BOMOK-
HO 3/1aCTUHa; 8 — OCHOBHOW MaTepuan (MaTpPUKC)

I1, 111, V, XI) u ceteBunHbie cTpyKTyphl (KosareHsl IV, VIII u X). @yHKuMUM Apyrux
KOJIJTareHOB 00Jiee pa3HOOOpa3HBbI.

M3BecTHO cBbime 400 MyTaliMii B TeHax pa3HbIX KOJIAIr€HOB, CBSI3aHHBIX C 00-
JIE3HSMU YeJIoBeKa — HeCOBEPIICHHBINM OCTeOTeHe3, XOHAPOIUCIIIa3ui, HEKOTOPhIE
(opMbI ocTeoroposa U 0OCTe0apTPUTOB, 00JIE3Hb MOYEK, U3BECTHAs MOJl Ha3BaHWEeM
CUHIPOM AJIBIIOpPTA, U Ip.

KoJmareH CMHTE3UPYIOT U CEKPETUPYIOT B MEXKKJIETOUHYIO Cpeay MHOTHE KJIETKU
(ecnu He Bce), HO B KOJTMYECTBEHHOM OTHOIIIEHUHU TJIABHBIMU MPOAYLIEHTAMM KOJIJIa-
reHa SIBJISIIOTCSI KJIeTKM (hUOpPO0IaCTHOIO psifia COSAMHUTENILHOM TKaHU (B COOTBET-
CTBUM C OOJIBIION MacCOi MEKKJIETOUHOTO BEIIECTBA B 3TOM TKAHM).

B otinume ot KosutareHa 3J1acTUH 00pa3yeT CTPYKTYPhI C XapaKTepHbIMU PE3UHO-
BOIMOJOOHBIMU CBOMCTBAMU. DTO OOBSICHSIETCSI 0COO0I TPeXMEPHOI YIaKOBKOW MO-
HOMEPOB 3J1aCTMHA (MPO3JACTHHA), KOTOPbIE COeIMHEHbI MOMEPEUHbIMU KOBAJICHT-
HBIMU CBI3IMU. OHU BO3HMKAIOT B pe3yJibTaTe KOHACHCAMY OOKOBBIX LIeTIei TU31HA
B COCTaBE IBYX—YEThIPEX MOHOMEPOB MPOATACTHHA C 00pa30BaHUEM MOJU(PYHKIINO-
HaJTbHBIX aMUHOKHCIIOT JeCMO3MHA U M30JeCMO3MHA. DTH CBSI3U HACTOJIBKO ITPOYHBI,
YTO HE pa3pylIaloTCsl JaxKe MPU KUCIOTHOM Tuapoin3e. CuuTaeTcs, YTo Ha IPOCTpaH-
CTBEHHYIO OpraHU3alMIo CyObeAUMHUIL] TPO3JIaCTUHA B BOJIOKHE BIMSIIOT CTPYKTYPHBIE
[JIMKOMPOTEUHBI.
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[IpoTreormkaHbl 06pa30BaHbl COENMHEHUSIMU, TTOTYYUBITUMA Ha3BaHUE TIIMKO3-
amuHrukanbl (TA). B TKaHsSX 3T coeAMHEHUS HE CYIIECTBYIOT B CBOOOJHOM BUJE,
a MpUCOeAMHEHbl KOBAJIGHTHOM CBSI3bIO K OeIKaM, MpeBpalliasich B MPOTEOrTUKAHBI.
B BogHOM pacTBOpe OHM 00pas3yloT rejiv U B TKAHU 3aIOJIHSIIOT MPOCTPAHCTBO MEX-
ny kiaetkamu. OHUM CUJILHO TMAPATUPOBAHLI U comepxar MHoro noHos Na*. K TAT
OTHOCSITCSI TUAJyPOHOBAsl KMCJIOTA, XOHIPOUTUHCYJIb(AT, rernapaHcyibdar, aepMa-
TaHCynb(daT u KepaTaHCyabgar. OHU MPEaCTaBISIOT CO00I JTMHENHbBIE MOJIMMEPHI,
ITOCTPOCHHBIE M3 Pa3HBIX AMCAaXapUIHBIX eAUHUIL, 00pa30BaHHBIX YPOHOBBIMU KMCIIO-
Tamu (TJIIOKYPOHOBOM, TaJlaKTYpPOHOBOUM U MAYPOHOBOI1), N-alleTuiarekco3aMmuHamMu
(N-aueTuaritoko3aMMHOM U N-alleTUITraJakTo3aMUHOM) U HEUTpaJlbHBIMU caxapu-
JnaMu (TanakTo30i, MAaHHO30M M KCUI030i1). B HEKOTOPBIX ciiyyasix TMAPOKCUIIbHbBIC
TPYIIIbI CaXapua0B 3TepUdUIIMPOBaHbI cepHOM KMca0To. CBOOOIHBIE KAPOOKCUIIb-
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Puc. 14.2. lcuepueHHOCTb Cpe3a, BUANMaa METOLOM 3N1IEKTPOHHON MUKPOCKOMNM.

CooTBeTCTBYeT 06pa30BaHIII0 BOSIOKOH 13 MOJIEKY/ TPOMOKo/lareHa afinHoi 280 HM, KoTopble
OPVIEHTVPOBAHbI MapasfieNibHO B MPOAOSIbHOM HaMpaBneHUn C MOCTOAHHbIM CABUIOM MPUMEPHO
Ha 1/4 gnuiHbl (69 HM). MoneKyJibl TPOMOKasIoreHa He CONPUKAcakTCA, Tak YTO MEXAY HUMU OCTa-
eTcs Hebonblasd wWenb. MapannenbHble coCefHVE MOSIEKYbI CIETKa NepPeKPbIBAIOT APYT Apyra.
B Lenom cylectsoBaHme Wenen 1 NepekpbITUn MPUBOLUT K 06PAa30BaHNI0 TEMHBIX 11 CBET/IbIX
nonoc. Ecnu cuntatb, 4To ANViHa MOMEKyYJbl KojlareHa 6onblue ero gnameTpa B 4,4 pasa, To K-
pviHa Lwenew coctasnseT 0,6 OT ero ANNHbI, a nepeKkpbiTii — 0,4. TponHasA crnypasb TPOMOKOJI-
nareHa CcTabunusnpyeTcs BOSOPOAHBIMM CBA3AMU MEXAY OTAENbHbIMU LIeNAMU. DTO 06 bACHAET
BbICOKYI0 MPOYHOCTb MOJIEKYSIbl HA Pa3pbIB
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HBIE W CYJb(OTPYIIIBI, HECYIINe OTPUIIATeIbHBIN 3apsim, pacripenejeHbl ooee Win
MeHee paBHOMEPHO 0 BCei MaKpOMOJIEKYJIe M OIPEAEIISTIOT OMOJIOTMYeCKHUe CBO-
CTBa 3TUX coeMHeHu (puc. 14.2).

E1lle ofHMM KOMITOHEHTOM COEIUHMTEJIbHON TKaHU SIBJISIIOTCS TIIMKOIIPOTEUHBI,
KOTOPBIE TMPEACTABISIOT COOOM CIOXHBIE OEIKU C Pa3IUYHbIM YUCIOM KOBAJIEHTHO
MPUCOETUHEHHBIX OJIMTOCAXaPUIHBIX LIETIEN. DTH 1IETIM OOBIYHO CBSI3aHbI C OCTATKAMU
Cep (Tpe) nnu Acu u conepkat 10—20 ocTaTKoB MOHOCAxapoB (rajgakTo3bl, MAHHO3HI,
N-anerunrmoko3aMrHa, N-aleTHITaJakKTo3aMIHA), TTOCIIEI0BAaTEIbHOCTh KOTOPBIX
3aBUCUT OT TUIIA TJMKOIpoTenHa. KoHlieBoe MojioxXeHue B ojurocaxapuae oObIu-
HO 3aHATO N-alleTWIHEHpaMUHOBOM KUCIOTOM, pexe — (yko3oii. buosnornueckue
CBOICTBA IMTIUKOMPOTEMHOB ((hepMEHTATUBHbIC, TOPMOHAIbHbIE U UMMYHHbBIE aKTHB-
HOCTH) 3aBUCST OT XapakTepa 6€JTKOBOTO U YIJIEBOMHOTO KOMIIOHEHTOB.

OCHOBHBIMU HU3KOMOJIEKYJISIPHBIMUA KOMITOHEHTAMU COEIWHUTENbHOM TKaHU
SIBJISTIOTCS BoJla ¥ MOHBI HaTpus. [lociaemane HeNTpaau3yoT OTpUIIaTeIbHBIN 3apsi
I'Al, a ocHOBHAsI YacTh BOALI B COENMHUTEIBHOM TKAaHMU 00pa3yeT IMAapaTHYI0 000-
JIOUKY UOHOB.

B coenuHuTEeNbHON TKAHU MOJUMEPHBIE KOMITIOHEHThl MHTETPUPOBAHbBI U 00pa-
3YIOT EAMHYIO CTPYKTYPY, CTAOUIBbHOCTH KOTOPOH SIBJISIETCS CASACTBUEM MEKMOJIEKY-
JISPHBIX B3aUMOIECTBUI OTIEIBHBIX MAKPOMOJIEKYIT.

I'AT’ KOBaJIeCHTHO CBSI3aHBI ¢ TIMKOIPOTEMHAMM, U B 3aBUCUMOCTHU OT TIPHUPOJIBI
[JIMKOTIPOTeHA 00pas3yloTcsl pa3inuHblie poTeoriukanbl. CBsa3b mexny TAT u oe-
KOM uYallle BCero KOBaJIEHTHAsI U OCYILECTBSIETCS yepe3 TpucaxapuaHblii (parMeHT
Tan- T'an —Xyl-(Cep). bojiee BBICOKOOPraHM30BaHHbIE CTPYKTYPbl MOHOMEPHBIX MPO-
TEOIJIMKAaHOB OPUEHTUPOBAHBI B0JIb MOJIEKYJI TUATYPOHOBOM KHUCJIOTHI. B 06pazoBa-
HUU 3TOTO KOMILIEKCA YIaCTBYIOT TaK Ha3bIBaeMbIe CBSI3bIBAIOIINE TJTMKOMPOTEUHBI.
BzanmoneiicTBISI MeXXIy KOJUTaTeHOM 1 TIPOTEOTIMKaHAMU UMEIOT OOBIYHO MOHHYIO
MPUPOY U TIPUBOMSIT K 00pa3oBaHUIO KoJimareHoBbIX (pubpui. CoctaB M Kojuye-
CTBO TMPOTEOTJIMKAHOB SIBJISIIOTCS (paKTOpamMu, onpeaesioluMy oopazoBaHue, hop-
My, HallpaBJieHUEe 1 CBOMCTBA BOJIOKOH.

Koctps mpencraBnsier co0oif 0COOBI TUIT COCAUMHUTEIbHONM TKAHU, MOCKOJb-
Ky, KpOMe& OOBIYHBIX MaKpPOMOJEKYISIPHBIX KOMITOHEHTOB (OpraHMYeCcKUil KOCT-
HBIII MaTPUKC), OHA CONEPXKUT OOJBIIOe KOJMYECTBO allaTUTOB (TMAPOKCHIIATIA-
TUT, KapOOHaTanaTUT). ANATUThl 0OPa3yOT KPUCTAJUIbI, KOTOPbIE MPUCOEINHEHbI
K TTOBEPXHOCTH KOJIAar€HOBBIX BOJIOKOH KOCTH TaKUMM 00pa3oM, YTO JJUHHAasl OCh
KpucTajla OpUEHTUPOBAHA TapasuieibHO AJIMHHON ocu KoJjutareHa. KpucTamibl
TUAPOKCUIIaIaTUTa PacIoyiaraloTcsl TOJbKO B HEKOTOPBIX LIEHTPaX Ha IMOBEPXHO-
CTHU KOJUIAar€HOBBIX (DMOPUJLI ONpeae/IeHHOIO TUIA, YTO OOBSICHSIET BHICOKYIO CTe-
TIeHb OpraHM3aIli KOCTHOTO MaTepraa, KOTopas B CBOIO OUepeIb JIEXKUT B OCHOBE
(byHKIIMOHMPOBAHUSI KOCTEN.

[nsa metaboin3mMa KOMIIOHEHTOB COeIMHUTENbHON TKAHU XapaKTepeH psili 0COo-
OoeHHocTell. BuocHTe3 OCHOBHBIX MaKpPOMOJIEKYJl MTPOUCXOIUT BHYTPU KJIETOK CO-
eIUHUTEIbHON TKaHU 000c00JieHHO. TOJbKO IIOC/Ie BBIXOAA 3TUX MaKpPOMOJEKYJ
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B MEXKJIETOYHOE MPOCTPAHCTBO MEXIy HUMM BO3HMKAIOT B3aMMOIEUCTBUS (0Opa-
3YIOTCSI TIPOTEOTTTMKAHBI, a TAK:Ke KOMIUIEKCH MEXXIY KOJIJITaTeHOM M TIPOTEOTJINKA-
HaMW W KOJUIaTeHOBBIE BOJIOKHA). Cpean OTIEIbHBIX KOMITOHEHTOB COCIWHUTEIb-
HOW TKaHM MepHO MOJYKU3HU MIUHUMaIeH it TAIT (HecKoJIbKO THe# Wi Helelh)
U MakCUMaJIeH JUIsl KoJulareHa (HEeCKOJIbKO MecsleB). DaacTuH o0pas3yeTcsi TOJIbKO
BO BpeMsl pa3BUTHs Iuioaa. B 3pesom Bo3pacTe oH He TpaHCHOpMUPYETCs, a JUIIb
pacramaercsl.

CTpyKTypa 1 6MocnHTE3 KoJlareHa

KoJsutareH siBjisieTcsi OCHOBHBIM CTPYKTYPHBIM O€JIKOM MEXKJIETOUHOTO MaTpUKCa.
OT0 (pUOPUILISIPHBII 0€JI0K, OTIMYAIOLIMIACS OT IPYTUX OCJIKOB PSIAIOM OCOOEHHOCTE M
CBOETO COCTaBa U CTPYKTYPHhI:

e [IeNTUIHAS lleMb KojlareHa coaepXuT okojo 1000 aMMHOKMCIOTHBIX OCTaT-
KOB, M3 KOTOPBIX KaX1as TPeThsI aMUHOKHCIIOTa — TIMINH, 20% CcOCTaBIISIOT
MPOJIMH U TUApOKcUTIponinH, 10% — anannH, octaBmmecs 40% — npyrve aMu-
HOKMCJIOTHI;

e [IepBUYHAsI CTPYKTypa KoJlJlareHa — 3TO IOBTOpsoluecs ydyactku [nu-X-Y,
rae X — 4acTo NpoJIMH; ¥ — TMAPOKCUIIPOJINH;

e 1pu GOPMUPOBAHMU BTOPUUYHOU CTPYKTYPbI MOJUIIENTUAHAS 1IeTb KoJlareHa
YKJIaJibIBaeTcsl B 00Jiee pa3BepHYTYIO JIEBO3aKPYUEHHYIO CITMpaib (Ha OAUH BU-
TOK MPUXOAUTCS] TPU aMUHOKMCIIOTHBIX OCTAaTKa);

e TpeTUYHas CTPYKTypa KoJulareHa — 3TO MpaBO3aKpyyeHHas Cyrnepcrnupaib U3
Tpex o-Leneu, npu GopMUPOBAHUM KOTOPOW OCTATOK IJIMIIMHA OKa3bIBAe€TCS
B €€ LIEHTPE, UTO cOCOOCTBYET 00pa30BaHUIO JIMHENHON MOJIEKYJIbI TPOTIOKOJI-
JlareHa ¢ ToCJ/IeIyIOlINM BKIIOYEHUEM €€ B BOJIOKHO.

CuHTe3 1 co3peBaHUe KoJIJlareHa MpeacTaBIIsIiOT COOOM CJTOXKHBIN MHOTO3TAITHbBII
MpolLIecC, KOTOPbIA HAaUMHAETCsl B KJIETKE, a 3aBepllaeTcsl BO BHEKJIETOYHOM IpO-
ctpaHcTBe. OH BKIIIOYAET B Ce0s1 S MOCTTPAHCSILIMOHHBIX U3MEHEHUIA: THIPOKCH-
JIMPOBaHME TMPOJIMHA U JIM3UHA, NIMKO3WIMPOBAHNE TMAPOKCUIU3MHA, OTIIENJIeHHEe
N- u C-koHueBbIX NeNTHAOB. biiaronapsi 3TMM U3MEHEHUSIM MOSIBJISIIOTCS TOTIOJIHU -
TeJIbHbIe BO3MOXKHOCTHU JIJI51 CTA0MIM3alIUY LieTeil B MOJIeKYJie TPOTIOKOJIJIareHa:

e B 00Opa30BaHUM BOMOPOAHBIX CBsI3eil yuacTBYIOT He Toibko NH- u CO-rpyrinst

MEeNnTUAHOrO ocToBa, HO 1 OH-rpymIbl TMAPOKCUTTPOJIMHA;

e TUIPOKCUITPOJUH U TIPOJINH, SIBJSISICH «XKECTKUMU» MOJICKYJIaMU, OTpaHUUNBa-
10T BpallleHWe MOJUNENTUIHOTO CTEPKHS.

OnpeneneHHyo pojib B CUHTE3€ KoJUlareHa UrparoT OejKU-11anepoHbl, KOTOpbIe
00ecTieunBalOT «KOHTPOJIb KaYyeCTBa» KOJIJIareHa: OHM CITOCOOCTBYIOT ITPaBHIIBHOMY
CHHTE3Y MOJIEKYJI KoJiJlareHa U UX TPAHCITOPTY MO CEKPETOPHBIM MYTSIM, a TaKXKe «OT-
CJIeXXMBAIOT» HEMPaBUJIBHO COOpaHHBIC MOJIEKYJIbI KOJUlareHa, KOTOphle 3aTeM pa3-
pYLIAIOTCS.

CuHTe3 TpOoIlOKOJIIareHa MPoOUCXOAUT B (hubOpobiacTax Ha ITOBEPXHOCTU TpaHyl
9HAO0IUIA3MATUYECKOTO peTUKyayMa. Kaxaplii T Lienu B KoJulareHe CBsi3aH ¢ orpe-
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JIeJIEHHBIM TeHOM, ¢ KoToporo TpaHckpuoupyetcss MPHK. CunTe3 nentunHoi uenu
MpoTeKaeT aajiee B COOTBETCTBUU € OOIIMM MEXaHU3MOM, HO UMEET HEKOTOPhIE 0CO-
o6eHHocTu. OTHOeNbHBIC LISMM KoJareHa oopa3yloTcsl BHayajie B BUAC MPEIIeCTBEH-
HMKOB (Ha3bIBAEMBIX O, -IIPOKOJIJIATEHOM WJIM TIPOKOJUTareHoM, ). MIx MonekynsapHas
Macca BBIIIe, YeM y COOTBETCTBYIOIINX 1ieneil KowtareHa (120 000 mo cpaBHEHUIO CO
100 000), BciaencTBue Oobleii IIMHBI e N-KOHLIeBOI YacTh MojieKyJbl. [To amu-
HOKMCJIOTHOMY COCTaBY MPOKOJUIareHbl coiepkar ucteuH B N- u C-KOHIIax Lenu
U KUCJIble aMUHOKUCIOTHI. OCTaTKM LIMCTEeMHA 00pa3yloT AUCYIbMUAHBIE MOCTUKU
MEXJy LIENIMU, YTO CUUTAIOT OMHON U3 MPUYMH, BbI3bIBAIOIIMX MOCTENIEHHOE CKPY-
YUBaHUE LeNeil B TpeXCIIMPaIbHYIO CTPYKTYpY (puc. 14.3).

Monexyibsl TPOITOKOJUTareHa He COTPUKACAIOTCS, TaK YTO MEXIY HUMU OCTAeTCs
HeOoJblas 1meab. [lapaiienbHble cocelHUe MOJIEKYJIbI Clerka MepeKkpbIBalOT APYT
npyra. B mienom cyliecTBoBaHMe 1eiell U MEepeKpbITUl TTPUBOAUT K 00pa30BaHUIO
TEMHBIX M CBETJIbIX TTosioc. Eciu cuuTaTh, 4TO AJIMHA MOJIEKYJIbl KOJJIareHa 0oJiblie
ero guamMmerpa B 4,4 pasa, To IIMpUHa 1eseit coctasisgeT 0,6 OT €ro IINHBL, a IEPEKPHI-
tuii — 0,4. TpoiiHas crimpaib TPOIIOKOJUIareHa CTaOMIM3YeTCsl BOIOPOIHBIMU CBSI3SI-
MM MEXIY OTIETbHBIMU LEMSIMU. DTO 00BSICHSIET BBICOKYIO TIPOYHOCTH MOJIEKYJTBI Ha
pa3pbiB (puc. 14.4).

HexoTtopsble ocTaTKu JTU3MHA U MPOJUHA THAPOKCUIUPYIOTCS ¢ 00pa30oBaHUEM OK-
CUJIN3MHA U OKCUMIPOJMHA.

CHrransHsl  N-kougeson CrrOHUyEB0R
nentig NENTHI nanTum
-_H—I——-"—‘h-_.;___._.———___,————n.__ﬂﬂn—-_-——r--».-
=100 <1050 250
AMHHOEWCNOT SMUHOKHCNOT AMHHOKHCHOT

MNenTuakan uens NpOKoRNAareHa
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Puc. 14.4. CuHTe3 KonnareHa |
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Dra peakius KaTalM3upyeTcs (epMeHTaMy NPOKOJUIareH-JIH3HHIHAPOKCHIA30i
1 NPOKOJUIATeH-NPOJMHIUAPOKCHIa30i. B 9Toil peakiiun npoucxoaut huKcalus at-
MocdepHOro Kucaopoaa npu yuyactuu Fe?", a-keTormyrapara 1 acKopOMHOBOM KHUC-
JIoThl. BBIOOp aMUHOKMCIOTHOTO OCTaTKa MpU TMAPOKCUIMPOBAHUM OTIpeessieTcs
MPEAIIeCTBYIONICH MOCAeN0BaTeIbHOCThIO — B ciayvae gu3uHa 31o Gly-X-Lys-Gly-
His, rme X = Met, Phe wiu lle.

[Moce TMAPOKCUIMPOBAHUS TIPOMCXOANT TIIMKO3WIMPOBAHKE, B Pe3yJIbIaTe KOTO-
poro K okcurpynmnam O-TIMKO3WIHOMN CBSI3bI0 MPUCOSAMHSIIOTCS TanakTo3a win 20-3-
rmrokonrpaHo3wi-0-3-f-rajakronupanosa. Peakiuio karammsupyrot YJID-ranakro3a-
KoJLIareHrajakrosuarpancgepasa u  YJIPD-nmoko3a-KoLIareHLIIOKO3WITpancdepasa.
W runpoxcunupoBaHue, U NIUKO3WIMPOBAHUE ITPOUCXOIUT B CTPYKTYpax arpaHyIsipHO-
'O SHAOILIA3MAaTUIECKOro PETUKYIIYMa, U UX IMPOIYKTOM SIBJISIETCS IpoKoJuiareH. B rpo-
11lecce TpaHCTIOPTa Yepe3 TUIa3MaTnIecKylo MeMOpaHy BO BHEKJIETOUHOE IPOCTPAHCTBO
(3K301IMTO3a) OH TIpeBpalIacTcs B TporokoswiareH. 1o neificTBreM NMpoKoJLIareHnenTr-
Jia3bl, JOKAJIM30BaHHOU B MeMOpaHe, OTIIeTuIsieTcsl N-KOHIIeBOM MernTra, 1 00pa3oBaB-
LLIHCSI TPOTTOKOJUIareH BBIXOAMT U3 KJIETKU U 00pa3yeT MUKpohuopuiLibl. Co BpeMeHeM
MEXIy OTAEIbHBIMUA MOJIEKYJIaMU TPOIIOKOJIareHa o0pa3yroTcsl CIIMBKU. DTOT IMpo-
LiecC KaTaausupyercs (hepMEHTOM JM3MHOKCHAA30i, conepxkanieil Cu?*, kotopas okuc-
nget e-NH,-rpynmny Ju3uHa B albAervaHylo ¢ 00pa3zoBaHueM ausnHa. [locnenHmii
oOpasyet ocHoBaHue Llndda ¢ pacronoxenHoi psanom NH,-rpynmoii musnHa, B pe-
3yJIbTaTe Yero OTHEJIbHbIE 1IN COEAUHSIOTCS MPOYHBIMU KOBaJEHTHBIMU CBSI3SIMMU.

bojiee TOJCTbIE HUTU OOPA3YIOTCS TMPU B3aMMOACHCTBUU KOJIJIAr€HOBBIX (hU-
Opu1 ¢ MpoTeoranuKaHaMu paszHoro Tura. Mosekynasl kojareHos I, 11, 111, V, XI
00pa3oBaHbl TPeMs MOJUMENTUAHBIMU LETSIMHU, Kaxknasi U3 KOTOPBIX CKpyvYeHa B Jie-
BYIO CITMPaJib, a 3TU CIIMPAJbHBIE IIETIM CKPYIEHBI BMECTEe B TIPaBYIO CYIEepCIpab.
CrmpanbHbliii foMeH KoyutareHa I comepxut okono 1000 aMMHOKNCIOTHBIX OCTATKOB
(330 moBropoB INu-X-Y). [IuuunH nopropstoiieiics nocaenoBatenbHoctu nu-X-Y
00s13aTesieH 1Jisl 00pa3oBaHUsI TaKO CTPYKTYPhI, TOCKOJIbKY paauKal JIFo00i Apyroi
AMMHOKMCJIOThI HE TTOMEIIAETCS MEXIY TPeMs IENTUAHBIMU LETSIMU B LICHTPE TPOIi-
Holi ciupanu. B mocnenosarenbHocTH In-X-Y nmo3uumsa X yacTo 3aHsITa IPOJTUHOM,
a o3Iyt Y — OKCUTIPOJIMHOM. DT IBE aMUHOKHMCIIOTH OTPAaHWYMBAIOT BpallleHNe
TTOJTUTICTITUIHOM 1eTi. TpoifHas cipalb CTaOMIM3UPOBaHA BOJOPOTHBIMU CBSI3SIMU
1 BOTHBIMU MOCTMKaMM, MHOTHE U3 KOTOPBIX 00Pa3yIoTCsl ¢ yuacTUEM OKCUIIPOJIMHA.
Pagukanbl aMMHOKUCIOT B MO3ULMSAX X U Y HaXOJATCSl Ha TOBEPXHOCTU TPOMHOM
crivpanu. [Topsimok pacnpenenaeHus KiacTepoB THAPOGOOHBIX U 3apSKEHHBIX paau-
KaJIOB IO JJTMHE MOJIEKYJIbI 00ecTieunBaeT CaMOCOOPKY MHOTOMOJIEKY/ISIPHBIX KOJJIa-
TeHOBBIX CTPYKTYP C YITOPSIOUYEHHBIM PACITONIOKEHNEM MOJIEKYI.

Komnnaren I comepxutcs B TKaHsIX (B HAMOOJIBIINX KOJIMYECTBAX) U B pa3HBIX Opra-
Hax. PacnipocTpaHeHue npyrux KojjareHoB 0oJiee U30MpaTeabHO.

CuHTe3 KoJllareHa BKJIIOYaeT CTaAuM TPAHCISILIMU, BHYTPUKJIETOYHOMN MOCTTpaH-
CJISILIMOHHON MoAM(UKALUKM U BHEKJIETOYHON MoaubUKaIIMU, 3aBeplialoleiics: 00-
pa3oBaHUEM KOJUTareHOBBIX BOJJOKOH.
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IlenTuaHbIe LIENM KOJIareHa 00pa3yloTcsl Ha ITOJMPUO0CcOMax, CBSI3aHHBIX C MEM-
OpaHaMU SHIOIIA3MATUUECKOTr0 peTUKyiayMa. OMHOBPEMEHHO C TPaHCSIUER mpo-
HUCXOIUT TUAPOKCWIMPOBAHUE TIPOJUHOBBIX M JIM3WUHOBBIX OCTAaTKOB B PaCTYILUX
MEeNTUIHBIX LIeTsaX. B 3Toil peakliMu MCIOJB3YIOTCS KUCIOPOA U O-KETOTJayTapar;
B KayecTBe KO(haKTOPOB yuyacTBYIOT MOH Fe?™ 1 ackopouHosas kuciora (Buramut C).
OavH 13 ABYX aTOMOB KHCIIOpPOAa pacxXoldyeTcs Ha oOpa3oBaHUE TMAPOKCUIBLHOM
IpyNibl B AMUHOKHUCJIOTE, a APYroil — Ha 00pa3zoBaHUE KapOOKCWJIBHOW TPYIIIbI
B SHTApHOM KUCJIIOTe. ACKOPOMHOBAsSI KMCJIOTA JIETKO OKUCIISIETCS] B IETUAPOACKOP-
OMHOBYIO KHUCJIOTY.

O6paTHoOe TpeBpallleHre MPOUCXOAUT B (hepMEHTaTUBHOM MPOIIECCe 3a CUeT BOC-
CTaHOBJICHHOTO TJyTaTHOHAa. B KauecTBe KodepmeHTa TMAPOKCHIA3 ACKOPOMHOBAS
KHCJIOTA, BEPOSITHO, BBITOJIHSIET POJIb BOCCTAHOBUTEISI, CIIOCOOCTBYIOIIETO COXpaHe-
HUIO MOHA XeJie3a B IBYyXBaJIECHTHOM COCTOSIHUM.

IuapokcunmpoBaHue MPOJIMHA HEOOXOAUMO IS 00pa30BaHUsS HA MOCIEAYIOIINX
aTanax cTabuJbHON TPEXCIMUPATbLHOM CTPYKTYpbl KojulareHa. [MapokcuiinpoBaHHbIE
OCTaTKHU JIU3UHA (HapsiLy ¢ HErMIPOKCUJIMPOBAHHBIMU) YYACTBYIOT B 00pa3oBaHUU
KOBaJICHTHBIX CBSI3€ MEXKIy MOJIEKyJIaMU KoJuTareHa rpu cOopke KoJIareHOBBIX (pu-
opumn. Ilpu muHre — 00Jie3HU, BBI3BAHHOM HegocTaTKoM BUTaMuHa C, CMHTE3 KOJI-
JlareHa HapylleH Ha CTaJuu I'MAPOKCUIMPOBAHUS MPOJUHOBBIX U IU3UHOBBIX OCTAT-
KOB. B pesyibrare HeMmoJIHOTO TMAPOKCUIMPOBAHUS MENTUIHbBIX LIeTeil 00pa3yoTcs
MeHee CTaOUJIbHbIE U MPOYHbIE KOJIareHOBbIe BOJIOKHA. C 3TUM CBSI3aHbI TIOMKOCTh
KPOBEHOCHBIX COCYIOB MPU LIMHIe U BOZHUKHOBEHHWE MHOXKECTBEHHbBIX TOUYEUHBIX
KPOBOU3IUSIHUM.

ITo Mepe pocTa MeNTUAHBIX LIEMEH OHU C TIOMOIIBIO THAPO(GOOHOTO CUTHAJIBHOTO
yuacTka Ha N-KOHIIe IPOHUKAIOT Yepe3 MeMOpaHy B ITOJIOCTb S3HAOIIIA3MAaTUIECKOTO
PETUKYJIyMa, TIe TPOUCXOAUT IINKO3UINPOBAHNE TTENTUIHBIX LIETICH U UX O0beINHE -
HUE B TpeXCIUPabHble MOJIEKYJIbI MPOKOJJIareHa: B MPaBUJIbHOM OpUEHTALIMH 1ieTei
YyUacTBYIOT KOHILIEBbIE MPOMNENTUbI. B X01e aThX mpeBpallieHuii MpOKoJLJIareH rnepeMe-
1IaeTCsl U3 FHIOIIa3MaTUUECKOTO PETUKYIyMa B IUIACTUHYATHIN KOMILJIEKC, BKJIIOYa-
eTCsI B CEKPETOPHBIE TPAHYJIbI M CEKPETUPYETCS. YKe B MEXKKJIETOUHOM TTPOCTPAHCTBE
MPU JSUCTBUM TPYITIbI CIICLIMATBHBIX IPOTEOTUTUYECKUX (DepMEHTOB OT IIPOKOJUIare-
Ha OTUIETIJISTIOTCS KOHLIEBBIE TTPOITENTUAbI, U 00pa3yeTcs KoJulareH (TPOIoKOJIIareH).
B xonnarene 6azanbHbIX MEMOpaH KOHIIEBbIE TENMTUABI MOTYT W HE OTIIETLISITHCS.

O6paszoBaHue KOJIareHOBbIX (DUOPUIT — 3TO B OCHOBHOM ITPOLIECC CaMOCOOPKH,
HO CTPYKTYPBI, MOJIYYalolIMECs B PE3YJIbTaTe CAMOCOOPKU, 3aKPETUISIIOTCS IyTeM 00-
pa3oBaHUs MEKMOJIEKYISIPHBIX KOBAJIGHTHBIX CIIMBOK. B MEXKJIETOUHOM MaTpUKCe
€CTh (DEPMEHT JIM3HIOKCHIa3a, KOTOPBI OTHICIIISAET £-aMUHOTPYITITY OCTATKOB JIU3U-
Ha ¥ TUIPOKCUIIN3MHA C 00pa3oBaHMEM allbACTMIHOM TPYIIHI (IOJTy4aeTCs aJlTU31H )
(puc. 14.5).

Jlanee ocTaToK ajlIM3MHA OJHON MOJIEKYJIbl KoJlJlareHa pearupyet ¢ aMUHOTPYII-
MOK ocTaTKa JM3WHA APYroi MOJIEKYJbl KOJulareHa ¢ 00pa30BaHUEM KOBaJIEHTHOM
CcIIMBKU. Bo3MOXKHO 00pa3oBaHue CBSI3M U MEXKAY ABYMSI OCTaTKaMM aJlJTU3MHA.
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Puc. 14.5. lesamnH1poBaHMe OCTaTKOB NN31HA B KOJJ1a-
reHe 1 06pa3oBaHNE MEXMONEKYIAPHbBIX CLUMBOK

AnprepHaTUBHBIN crutaiicuHT Tipe-MPHK HeKoTOphIX KoJ1areHOB yBeJIMYMBaeT
pa3zHooOpa3ue MoJieKya KojuiareHa. HekoTopble 13 (pepMEeHTOB, y4aCTBYIOLIMX B I1O-
CTPAHCIIILIMOHHON MOAM(pUKALIMK KOJUIareHa, PacCMaTpUBAIOTCS KaK MEPCIEeKTUB-
Hble MUIIEHU JIeKapcTB (MHTMOUTOPOB) AJISl MPEeOTBpallleHUsI U30BITOUHOI (DUOPO3-
HOM peakILMy MPU MHOTUX 60J1e3HaX (puc. 14.6).

Konnarensi, o0pa3yionme ceTeBHIHble CTPYKTYypbl. HaubGosee pacrpocTpaHeH-
HBIM OEJIKOM 3TOI TpyIIIbl SIBASIETCS KojutareH 1V Tuma, oCHOBHOM CTPYKTYPHBbIM
Oesiok OazanbHBIX MeMOpaH. B reHoMe yesioBeKa MMEETCS 1IECTh JTOKYCOB, KOIUPY-
IOIIMX IECTh Pa3InvalolIMXCs MeNTUIHBIX LeTeil, U3 KOTOPBIX CTPOSITCS TPEX1IeTo-
YyeuHbIe MOJIeKyJIbl KojiareHa V. I[lenTuanbie nenu KosutareHa IV He mogBepraiorcs
MPOTEOJUTUIECKON MOIUMUKAIIMU TTOCIe CEKPELIMU U COXPAHSIOT KOHLEBBIE IT00Y-
JsipHble oMeHBbl. Yaie Bcero KosutareH 1V conepxurt nenu a,(IV) u o,(IV) B cocra-
Be rerepotpumepos [o,(IV),a,(IV). BzanmoneiictByd rino0ynsapHbiMU C-KOHLEBBIMU
JIOMEHaMU, MOJIEKYJIbI 00pa3yloT JUMEpPHI, a TIPU B3aUMOIeicTBUM N-KOHIEBbIMU
JOMeHaMU — TeTpaMephl. Jlaiee K 5TUM B3aUMOIEICTBHUSIM KOHELL B KOHEI[ J00aBIsI-
I0TCS1 JIaTepaJibHble B3aMMOJIEUCTBUS TPEX1LEMOUEeUHbIX CUPaTbHBIX JOMEHOB, B TOM
qyucie ¢ 00pa3oBaHuEM cynepcrnupaieii. B pesynbrare mosyvaeTcst ceTeBUaHas TPEX-
MepHasi CTPYKTypa C reKcaroHaJlbHbIMU stueiikaMu pazMepom 170 HM.

MHorue 13 KoJulareHoB, He o0pasytomux pudbpuin (kojutareHsl Tunos IX, XII,
XIV, XVI, XIX 1 HeKOTOpbIe APYTUe), CBSI3aHbI ¢ (pUOPMIIJIAMU 1 OKA3bIBAIOT BJIMSI-
HHE Ha CTPYKTYPY (B YaCTHOCTHU, HA TOJIIIMHY) 1 oprueHTauuoo ¢pudpwui (puc. 14.7).
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Puc. 14.6. O6pa3oBaHmMe 1 CTPOEHME KOMIareHoBbIX Grbpusi.

Monekynbl TponoKonnareHa arpernpytot, obpasysa Mukpodunbpunnbl n ¢Gubpunasl. Mukpodpu-
6pVbl 06bIYHO COCTOAT U3 MATU CMMPANM30BaAHHbIX BOMIOKOH (1-5) 1 BO3HMKAIOT B pe3ysibTa-
Te IMHENHON 1 GOKOBOW arperauuyi MoJsieKyn TPOMOKOJIareHa, CMELLEHHbIX Ha YeTBEPTb WX
AJIMHBL. 3TN MUKPOGUOPWNbI BMECTE C Pa3IMUYHBIMKA FMKONPOTEMHaMMN (GUOPUHOMEKTUHOM,
0l,-TIMKOMPOTEVHOM, NPOTeOrIMKaHamu) obpasyioT ¢pubpubl. MoseKynbl FMKONPOTENHOB
06bIYHO HAXOAATCA Ha MOBEPXHOCTN GUOPMN 1 3aLLMLIAIOT UX OT AeNCTBUA KOosareHasbl

Puc. 14.7. CeteBmpaHan CTPyKTypa, obpasoBaHHasA KonnareHom |V:

a — TpoWHaA cnupanb MoHoMmepa konnareHa IV: 7S — N-koHeu; HK1 — C-koHel,; 1 — moHomep;

2— primep, 06pa3oBaHHbIN CoeaVHEHEM MOHOMEPOB B 06nacTu fomeHoB HK1; 3 — TeTpamep,

06pa3oBaHHbIN COeUHEHNEM MOHOMEPOB B 0611aCTV [JOMEHOB 7S; 4 — obpa3oBaHuWe ceTyaTon
CTPYKTYpPbl U3 0niiromepHbix Gopm KonnareHa IV

CTpyKTypa 3nacTtnHa

To, 4yTO Ha3bIBAaeTCS BJACTUYHLIMM BOJIOKHAMM M 3JIaCTUYHBIMU MeMOpaHaMu,
MPEACTaBIISIET, MO CYILIECTBY, MHOTOKOMITIOHEHTHYIO cucTeMy. OTHUM M3 KOMIIO-
HEHTOB SIBJISIIOTCS TOHKUE, MPsSIMbIE U JIETKOOKpallBaeMble (PUOPUILILI TOMIIMHOMN
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11-12 um. ITo cocTaBy 3TO INIMKOIPOTEMHBI, KOTOPKIE, MO-BUAUMOMY, Y4aCTBYIOT
MpU1 SMOPUOHATLHOM Pa3BUTHUM B 00OpPa30BaHUU BOJIOKOH 3JIACTMHA W BJIMSIOT Ha UX
pa3Mep U IPOCTPAHCTBEHHYIO OPTaHU3ALIMIO.

[ubKocTh BacTUHA CBsSI3aHa CO CBOMCTBAMM €r0 CyObeIMHUII, Ha3BaHHbIX ITOCIIE
WX BbIIEJIEHMST o-3JacTMHOM. Ha 3eKTpOHHO-MUKPOCKOMUYECKOM M300paKeHUU
OHM TIPENCTABISIIOTCS TJI00YyIaMU JUaMeTpoM OKoJio 3 HM. MIX MoJieKyJisipHasi Mac-
ca okoJio 74 000 Ha. B a-snactune npeoodnagaotr Gly, Ala, Val u Pro. Ha ux gosio
puxoauTcs mpuMepHo 70% oT 00IIero aMMHOKKMCIIOTHOTO cocTaBa Oenka. Llnucrenn
OTCYTCTBYeT. M3-3a Masioro coiep:KaHusl KUCIbIX U OCHOBHBIX aMUHOKUCIOT MOJie-
KyJla MOHOMEPHOTIO 3JIACTUHA MPaKTUYECKN HETTOISIPHA, a U303JICKTPUYECKast TOUKa
cMellleHa B CJIa00KUCIYI0 001acTh, MOCKOJIbKY CYIIECTBYET MpeodaafaHue KUCTbIX
rpynm. B BogHOM cpede Lenu 3JacTiHa MPpUHUMAIOT GopMy 100y, ruapodoOHbIe
AMUHOKMCJIOTHI CIIPSITAHbI BHYTPU MOJICKYJIbI, OKPYKE€HHOI Bonoii (puc. 14.8).

HexoTtoprble cyobeIMHUIIBI 3J1aCTUHA 00Pa3yIOT CETYATYIO CTPYKTYPY C MOMOIIBIO
COeMHEHMH, Ha3bIBAEMbIX JI€CMO3UHAMM (ICCMO3UH U U30JECMO3MH). DTO reTepo-
LIMKJIMYECKHME BEIEeCTBa, 0OOpa30BaHHbIC MPU OKUCICHUM JTU3UHOBBIX OCTATKOB MO-
HOMEPHOTIO 3JIaCTUHA JI0 d-T10JIyabAerna aMMHOAIUTTMHOBOM KUCIOThI (aJIJTU31H).
B pesynbrare ero HuKIM3aluy ¢ y4acTUEM HECKOIbKUX HECTAOUIbHBIX IIPOMEXYTOYU -
HBIX COCAMHEHUI (HAIpUMep, MEpPOIeCMO3MHA) 00pa3yloTcsl TeTePOLUKINIECKIE
COEIMHEHMSI C XapaKTepHbIM MaKCUMyMOM TIOTJIOIIEHUS MpU 275 HM. MoJjeKyibl
JIECMO3MHOB 00pa3yloT MPOYHbIC CBSI3M MEXAYy MPOTOMEpaMU 3JacTUHA. DTHU CBSI3U
pPAacMoJIOKEHbI Ha 3HAYUTELHOM PACCTOSIHUU IPYT OT APYra, BUAUMO, JJIsl ITOJIEepP-
JKaHUSI THOKOCTU CTPYKTYPHI.

DnacTUYHbIe (BSI3KO3JaCTUYHbIE) CBOMCTBA HEPACTBOPHUMOIO ITOJIMMEPHOIO 371a-
cTUHA (BOJIOKHA MOTYT PaCcTSITMBAThCS B JBa U O0Jiee pa3a U COXPAHSIOT BBICOKYIO
MPOYHOCTb Ha Pa3pbIB 1axKe B TOJHOCTBIO PACTSIHYTOM COCTOSIHUM; COKpallleHUE MPpo-
HUCXOIUT CAMOIIPOU3BOJIBHO, U MOCJIEe CHITUS HArpy3Ky IJIMHA BOJIOKOH BOCCTaHAB-
JINBAETCS 10 MEPBOHAYATILHON BEJIMUNHBI) OOBSICHSIFOTCSI CTPYKTYPHBIM PACIIOJIOXKE-
HueM MOHOMepOB. [1pu pacTskeHUU pa3pylualTcs THIPOo(POoOHbIe B3aUMOACHCTBUS,
U U3MEHSIETCS PacIIooXeHe MOJIEKYIT Boabl. [locie cHSATUSI Harpy3Ky caMOIIpOU3-
BOJILHO BOCCTAHABIMBAECTCSI MCXOAHOE cocTosiHKe. [IpoYHOCTh HUTEH CBSI3aHA ¢ KO-
BaJICHTHBIM XapaKTepOM CBSI3eil MeX/1y MOHOMEpaMU 3J1aCTUHA.

DnacTuH 00pasyeTcsl ToIbKO hudpodiactamu aMopuoHa. Ha ¢hopmy 1 mpoctpaH-
CTBEHHOE PACIOJIOKEHUE HUTE 37acCTUHA BIUSIOT CTPYKTYPHBIE TJIMKOIIPOTECUHBI
(puc. 14.9).

CoctaB M CTPYKTYpPa NMUNKO3aMNHIMNINKaHOB

[MrKo3aMUHIIMKAHBL XOPOIIIO paCTBOPUMEL B BOZIE K 00Pa3yIOT BSI3KHE PACTBOPHI.
BennunHa BSI3KOCTH cBsI3aHa ¢ (popMoii 1 pazMepoM MoJieKyia. Hanbosbiieii BI3Ko-
CThIO 00J1aHal0T PAaCTBOPbI THATYPOHOBOI KUCIOTHI, BHITSIHYTHIE MOJIEKYJIbI KOTOPOIt
UMeEIOT MOJIEKYJISIpHYI0 Maccy 10 7 x 10°. DTo 03HauaeT, 4To Aaxe MpU OYeHb HU3KOI
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Puc. 14.8. Cxema 06pa3oBaHuA CBA3EN Mexay NpoToMepamMm 3nacTriHa
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Puc. 14.9. CTpyKTypa MOHOMEPHOrO NPOTEOr/IMKaHa

KoH1eHTpauuu (B TkaHu 0,02—0,3%) ruanypoHoBasi KMCJIOTa 00pa3yeT rejeo0pa3Hbie
CTPYKTYpPhI, UYTO U COOTBETCTBYET B psifie CaydyaeB MYHKIMOHAIbHBIM TPeOOBAHUSIM
(sHpmonmmMda, CMHOBUAJIbHAS XKUAKOCTh). MoJleKyasipHas Macca XOHAPOUTUHCYIb-
(daToB (XC-4 u XC-6) 3HauuTenbHO MeHblIe (14 x 10°—18 x 10%), mosToMy BA3KOCTb
MX PacTBOPOB HUYTOXHA. B oTiMume oT rMajlypoHOBOI KMCJIOTHI OHM HE BCTpeva-
I0TCSl B TKAHU B CBOOOJHOM (popme, a JIMIIb B BUIE TMUMEPOB, CBI3aHHBIX C OCJIKOM,
1 00pasyioT MPOTEOTJIUKAHBI.

ITogoOHy10 Xe (PYHKIIMIO, TO-BUAMMOMY, BBIINOJHSIOT M KepaTaHCYJb(MaThl.
OpnHolt 13 IPUHIUITUATBHBIX OCOOEHHOCTE! 3TUX COSATMHEHMUI SIBJISIETCS UX CIIOCO0-
HOCTB TUTOTHO 3aTIOJTHATE BCE MOCTYITHOE TTPOCTPAHCTBO, BHITECHSIS IPYTHUE MaKPOMO-
JieKyJibl K iepudepun. Ux coOCTBEHHbIE CTPYKTYPHI JIEFKO MPOMYCKAIOT BOAY U HU3-
KOMOJIEKYJISIpHbIe BelllecTBa. biarogapsi BBICOKOMY COAEPXKaHUIO OTpULIATEbHBIX
3apsI0B OHU YIEPXUBAIOT MHOTO HOHOB Na™.

Tenapun He SBIIETCS TUITMYHBIM KOMIIOHEHTOM CO€IMHUTENbHOM TKaHUu. OH cy-
1IECTBYET B (DOpPME OIMHOUYHBIX MOJMcCaXapuaHbIX Lienei uin B hopMe NMpoTeoramKa-
HOB — OEJIKOB, COIEPXKAIINX HECKOJIBKO MOTMCcaXapuaHbIX TieTeil. [emapuH cuATe31-
pYyeTCs B TYYHBIX KJIeTKaX, pacrojaraloimnxcs BIoJb CTeHOK KPOBEHOCHbBIX COCY/IOB;
Y4acTBYeT B PETYJISILIMU CBEPThIBAHMSI KPOBMU.

MoHoMepHbIil NpoTeornnKaH

B MoHoMepe npoteorukaHa (M ~ 2,5x10°) yriaeBoasl cocTaBisiior 93%, a 6e10k
7% monekyibl. [lenTraHas Lielb paclojioXeHa B LIEHTPE MOHOMEpPA M Ha3bIBAaeTCs
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KOPOBBIM, WJIM aKLeNTUpyouM, oenkom. B Heil mpeobaanator Ser, Gly, Glu u Ala.
K sT0it menTtuaHoOM 1eny KoBajaeHTHO Yepe3 Tpucaxapun (Ser)-Xyl-Gal-Gal-... mpu-
COeMHEHbI MOJIEKYJIbl XOHAPOUTUHCYJIb(ATOB 1 KepaTaHCyIbhaToB (puc. 14.10).
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Llenn xonoponTHHCyndiaTa ¢ keparadcynedara

Puc. 14.10. YuyacTure ruanypoHOBOW KMUCI10Tbl B 06Pa30BaHNM HagMOJEKYIAPHbIX
KOMIMOHEHTOB

YyacTue rmanypoHOBOI1 KNCNOTbI B 06pa3oBaHUM
BbICOKOOPTraHN30BaHHbIX CTPYKTYP

[anypoHoBasi KMCJIOTa MOXET yJyacTBOBaTh B 0OPa30BaHUU HAAMOJEKYJISIPHBIX
KOMMOOHEHTOB. [Ipu 3TOM ruajypoHoBasi KUCI0Ta 3aHUMAET LIEHTPAJbHYIO BBITSIHY-
TYIO YacCTh KOMIUIEKCa, Ha KOTOPO MepNeHANKYJISIPHO MPOAOIbHONM OCH ¢ MHTepBa-
JIOM, COOTBETCTBYIOIIUM TIpuMepHO 10 MOHOCaxapuIHBIM 3BEHbBSIM, PACIIOIOXEHBI
MOJIEKYJIBI TIPOTEOTITMKAHOB. MOJIEKyIbl THATYypPOHOBOM KHCIIOTHI, CBS3BIBAIOIIETO
JIMKOTIPOTEMHA U KOPOBOTO OejiKa yaep>KUBalOTCSl BMECTe CBSI3SIMU MHOTHUX TUIIOB:
MOHHBIMU, BOTOPOIHBIMU U S—S-nucynbduanbiMu (puc. 14.11).

bnocnHres CaxXapunpos — npeawecreeHHNKoOB
npoTeorinkaHoB

HcxogHpIM BelIeCTBOM IJisi 00Opa30BaHUs IMPOTEOIIMKAHOB CIIYXKUT TJIIOKO3a.
W3 Hee nByMSsT pa3sIUYHBIMU IIYTSIMHU 00Opa3yIOTCS ABA OCHOBHBIX KOMIIOHEHTA IPO-
TEONIMKAHOB, 2 IMEHHO YPOHOBAasl KHCJIOTA U aMuHOcaxapa. OHU fajiee pearupyror
B Buae Y/®-npou3BoIHbIX, KOTOPble OOBIYHO OOpa3yloTCs CJIEIYIOLIMM 00pa3oM:
rekco3o-1-gocdar + YT® — YAD —rekco3a + PPi.
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Puc. 14.11. buocnHTe3s caxapugoB — MpepLecTBEHHNKOB MPOTEOrIMKaHOB

Y ®-unypoHoBas kuciaora obpasyercsds n3 YID-TIIOKYpOHOBOI B pe3ysbTaTe
snuMepusauuu B nosoxenuu C-5 (puc. 14.12).

[Mpu peakuum gexkapookcmampoBaHus Y/M-rioKypoHOBOI KUCIOTH HeoOpa-
TUMO obOpasyetcs Y/IMP-kcunoza. st cuHTe3a BakHO, YTOOBI Jaxke MeHTo3a Oblia
B MUpaHO3HOM opme. CUHTE3 OOTBIIMHCTBA MPOMEKYTOUHbBIX COEIMHEHUI Mpouc-
XOIUT B LIUTOIIa3Me prudpobsiacToB. Cyabhorpynnsl BBOAATCSA B MOJIEKYJIBI ITPOTEO-
ININKaHOB cyiabhoTpancdepaszamu c yaactueM ochoanaenosminocyiabpara (PADC).
ITpennonaraercs, YTo B CUHTE3€ XOHAPOUTUHCYJIb(hATa yUyacTBYIOT ABa TakKux ep-
MEHTa: OJWMH M3 HUX KaTaJu3upyeT MpucoeauHeHue cyiabdorpymnsl K C-4, a npy-
roif — K C-6 TeKCO3aMIHOB.
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Puc. 14.12. bnocmHTe3 npoTeornnkaHoB

bnocnHres npoTeorinkaHoB

Ilpouecc cuHTEe3a MPOTEOINIMKAHOB Ha pUOOCOMaxX aKTUBHBIX (UOpPoOJIaACcTOB
HayMHaeTcs ¢ oOpa3oBaHUS IMENTUAHON YacTU (TaK Ha3bIBa@MOIo KOPOBOIro Oell-
Ka). [IMKo3aMUHTIINKAH COSAMHIETCS C OCTaTKOM Ser GeTka depe3 Tpucaxapum —
Xyl-Gal-Gal. DToT mpoluiecc npoTekaeT B HECKOJIbKO CTalAuii B CTPYKTypax rpaHy-
JISPHOTO 3HIOIIA3MATHYECKOT0 peTUKYJIymMa. ToJbKO 3aTeM MPUCOEAUHSIETCS TiepBast
MOJIeKYJIa TJIOKYPOHOBOI KUCIOThI. JlaNbHEeMIIINI CUHTE3 TTPOAOJIKAETCS 10 PUCO-
enrHeHus 30—50 qucaxapuanbix 3BeHbeB. [1ocae 0Opa3oBaHMsI LENU IJIUHOM OKOJIO
90 3BeHbeB HauMHaIOT paboTarh cyibgoTpanchepasbl, KOTOPbIE BBOASAT B MOJIEKYJTY
CyIb(OrpYIIIHL.

CHauaJjia TpOMCXOJUT KOHLIEHTPUPOBaHUE MTPOTEOTIMKAHOB B (hOpMe CEKPEeTOp-
HBIX IPaHyJI, KOTOpbIE 3aTeM CAMBAIOTCS C LIMTOTLIa3MaTUYeCcKoii MeMOpaHoOit U OT-
JIAl0T COACPXKUMOE BO BHEKJIETOUHOE MTPOCTPAHCTBO.

[IpoTeornukaH CUHTE3UpPYeTCs MEMJICHHEe, YeM ero menTuaHas yactb. CHHTE3
O0OBIYHOTO TENITUAA MPOMCXOANT 32 HECKOJIBKO MUHYT, TOTAA KaK CHHTE3 TTPOTEOT/ I -
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KaHa (B 3aBUCHMOCTHU OT pa3Mepa TJIMKO3aMUHTJIMKAHOBBIX 1IeTIeiT) MOXEeT 3aHMMAaTh
HECKOJIbKO YacoB.

KocTHbin maTepuan

[To coctaBy M CTpyKType MaTepual KOCTM HaNOMUHAeT THIPOKCUATATUT
Ca,,(PO,)¢(OH),. B yactu KkpucTajuloB ABE TMAPOKCUIIBHBIE TPYIIIBI 3aMELIEHbI Ha
KapOoHaTHbIe (KapOoHAaTaraTur), a B AecHTUHE Ha ¢Top (PpropamnaTtur) (puc. 14.13).

Kpucranibl rTiapoKCHIaIIaTUTa B KOCTH CBSI3aHBI C ITOBEPXHOCTHIO KOJUTATEHOBBIX
HUTE, HO TOJIbKO B OTIPENEIEHHBIX LIEHTPAX. /1 Vivo THIPOKCUIATIATUT CUHTE3NPYET-
cs B aBe ctagun. Ha nepBoii oOpa3yercst amopdHbIit ocagok gocdara Kajabliys, a Ha
BTOPOil MTPOMCXOAUT KpucTaum3auns. 3amemenne Ca’t Ha qpyrue MOHBI U3 OKpY-
Karouteii cpensl (Sr2*, Ba?", Ra?*, Y3*) 00b14HO IpoTekaeT Ha repBoii craguu. ITocie
Kpuctajumsauuu 3amemieHue Ca>" B KpUCTAIIMYECKON PEIIETKE MPAKTUYECKU HE
ITPOMCXO/INT.

YcnoBua ana MuHepanunsauyvv

OOpaszoBaHMI0O HepacTBOpUMOI (opMbl (pocdara KalbLusl OJIaronpusiTCTBYET
BbICOKas KoHuUeHTpauus Ca’". dU3MONOrMYeck 3TO, TMO-BUAMMOMY, 1OCTUTAETCS
OLICTPBIM BhICBOOOXAEHMEM Ca’' M3 MaTpUKca OKOCTEHEBAIOLIEN TKaHU, KOTOPbIii
MOXeT cBs3aTh Kaublus B 100 pa3 Oosbliie, 4eM COAEPKUTCS B CHIBOPOTKE KPOBHU.
K KagpumiicBA3pIBAIONAM 0€JKaM ITPWHAIJIEXKAT MPOTEONTNKAHBI, CHANOITHKONPOTE-
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Puc. 14.13. Kpuctanibl rmgpoKcmunanatirta B KOCTU
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MHBI VI OCTEOKAJBIMH, COAEpPXKAINii B cBoeil Mosekyse (Moj. macca 6500) yeTnipe
OCTaTKa y-KapOOKCUTIIyTaMIHOBOI KUCJIOTHI, KOTOpast obpa3yeTcsl KapOOKCUIHPO-
BaHMEM IJIyTAMUHOBOW KUCJIOTHI B mpucyTtcTBur ButamuHa K. I1pu nmaronornu mu-
Hepan3alysi MOXET MPOUCXOAUTD B JT000I TKAHU TTPU MOBBIIIEHUU B HEl KOHLICH-
Tpauuy UOHOB KablIKsl.

KOHTpOﬂbeIe 3aaHnA, TeCTbl, 3aga4uun

3apaHuA

1. B mocTTpaHCISILIMOHHOM 3Tare 00pa3oBaHMST KOJJIareHOBBIX BOJIOKOH MOXHO
BBIJIEJINTD JIBe (Da3bl: BHYTPM- U BHEKJIETOUHYI0. COCTaBBTE CXeMY BHYTPUKIIETOUHBIX
MOCTTPAHCISILIMOHHBIX MOAUMUKALIMHI. YKaxXuTe GepMEeHTHI, KOEepPMEHT, yUacTBYIO-
LIME B OTUX peaKIUsX.

2. Kakue no1moJHUTEeIbHBIE U3MEHEHMSI IIPOUCXOASIT C MOJIEKY/I0M IMMpOKoJIJIareHa
B XOJIe BHEKJIETOYHOTO 3Tara co3peBaHust? Kakue (pepMeHTHI y9aCTBYIOT B 3TOM IPO-
Liecce, Kak OHU BJIMSIIOT Ha CTAa0MJIM3aLIMIO KOJJIATGHOBOTO BOJIOKHA?

3. Hapucyiite cTtpoeHue aecMo3MHa, O0ECIIEYMBAIOILIETO CETYATYIO CTPYKTYpPY
2JIACTHHA, U OOBSICHUTE 3HAYEHME 3TOIO TeTepOLMKIIa B MPOSBICHUM JIACTUYHBIX
CBOIICTB OeJiKa.

4. l'[epqu/Icm/ITe OCHOBHbIC MOHOMEPLI, M3 KOTOPLIX O6pa3OBaHI>I TJIMKO3aMMWH-
TJIMKaHBbI.

5. N3o6pa3ute CTpoeHMe MPOTEOTIMKaHa 1 YUacTHe TIPOTEOTIMKAHOB B (PopMM-
POBaHUU HAAMOJEKYISIPHBIX CTPYKTYP.

TecTtoBble 3afjaHNA

1. BoiOepuTe 01MH NPABHJIbHBII OTBET
KosnareH cuHTe3upyeTcs B:

A. Ty4HBIX KJIETKaX.

b. MEBIIIeYHBIX KJIETKAX.

B. Makpodarax.

[. ®dubpobnacrax.

I. AnunoumTax.

2. BpiOepuTe npaBUIIbHbIE OTBETHI

B mponiecce mmocTTpaHCISIITMOHHBIX MOAM(DUKAIINI HUTH TIPOKOJIIareHa:
A. Tuapoxkcunupytores o ocratkam [1po.

b. ®ochopunupyrorcst o ocrarkam Cep, Tpe.

B. Tuapoxkcunupytorcs 1mo octarkam JIus.
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I. Cynbdatupyrorcs no ocratkam Tup.
. Inuko3unupyroTes 1mo octatkam Jims.

3. BoiOepure npaBuibHbi€ OTBETHI

HapyiiieHus B CTpyKType KoJlJlareHa MOTYT ObITh PE3YJIbTATOM:

A. MyTtauuii B reHax, KOAMPYIOLIMX LIeTIX KOJIJIareHa.

b. Henocratounoctu Butamuna C.

B. Hemocrarounoctu B opranusme Cu?*.

I. Myraumii B reHax (pepMEHTOB, YYaCTBYIOIIMX B MTOCTTPAHCASILIMOHHBIX MO/ -
(ukanusx uernei KojaareHa.

H. CHUXeHUsI aKTUBHOCTU KOJIJIareHasbl.

4. YcTaHOBHTE COOTBETCTBHE

KoMnoHeHTbI cOeIMHUTEIbHOM TKAHU XapakrepucTHKa
A. KosnareH. 1. ObnanaroT HAaUOOIBIIEN BI3KOCTHIO.
b. DnacraH. 2. [TposiBisieT aacTUYHbIE CBOMCTBA.
B. [nanypoHoBast KHCIOTA. 3. MMmeeT MOBTOPSIONIYIOCS TOCEA0BA-
I ®ubpoHeKTUH. TenbHOCTh [[Tn-X-Y].
J1. ArpexaH.

5. BoiOepuTe npaBujibHbI€ OTBETHI

[1py CHIKEHUW aKTUBHOCTY JIM3UJIOKCUIA3BI:

A. YMeHbIIaeTCs MPOYHOCTh 3JIaCTUHA.

b. CHukaeTcs cMHTE3 1eCMO3UHA.

B. Hapyiaercst mpo4yHOCTb TKaHE.

I YBenmmumBaeTcs CMHTE3 INIMKO3aMUHTIMKAHOB.
1. CHIKaeTcsl IPOYHOCTD KOJJTAT€HOBBIX BOJIOKOH.

3agaun

1. Aurnmnuanun lappu TepHep, obnagaTenb pekopaa [MHHeca Kak 4esloBeK ¢ ca-
MOM 371aCTUYHOM B MUpe KOXel, CITOocO0EeH HATSIHYTh KOXY C IlIeH Ha JUILO0 — IoY-
TU 110 caMble r1a3a. [IpuunHON TaKoi YAMBUTEIbHON 2JTACTUYHOCTH KOXU SBJISIET-
Csl pelKoe HeusJieuMMOoe Hac/eACTBEeHHOe 3a0oJieBaHKWe, Ha3blBAEMOE CHHAPOMOM
Onepca—Hannoca (Ehlers—Danlos). OHO BbI3BaHO AeULIMTOM (pepMeHTa JIM3UIOK-
cugasbl. OObSICHUTE, TTOYEMY HEJOCTATOUHOCTb 3TOro (pepMeHTa COMPOBOXKIAETCS
Ype3MEPHOI 3J1IaCTUYHOCTBIO KOXMU. 17151 oTBeTa:

a) IpeacTaBbTe CXEMY peaKluU, KaTaau3upyeMoil 3TUM (DePMEHTOM;

0) 00BSICHUTE POJIb IU3WIOKCHIA3bl B CHHTE3€ KoJUlareHa U 2J1aCTUHA.

2. Cambie APKO BbIPA>KCHHBIC MOPIIWHLI ITOABJIAIOTCA TaM, II€ KOXKa 4all€ BCETro
COKpaliacTcs: B obsiactu pra, n6a, I1a3. DTO CBSI3aHO C TEM, YTO C BO3pacTOM 3aME€THO
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CHMXaeTcs OOMEH KoJIJlareHa M YBEJIMYMBAETCS KOJMYECTBO IMOMEPEYHBIX CIIMBOK,
YTO 3aTPYAHSIET TOCTYITHOCTh KOJUIATeHa JIJIsT IECTBUS KoJIJlareHasbl. B To ke BpeMst
3aMeUISIETCS CUHTE3 JECMO3MHOB, BCJIEICTBUE 3TOrO Y JIACTUYECKUX TKAHEH CHU-
JKaeTcsd Tpees NPOYHOCTU Ha pa3phbiB, U MOSIBJISIOTCS TaKWe HapylIeHWsl, KaK MC-
TOHYEHHOCTb, BSJIOCTh, PACTSKMMOCTh. [loyeMy yKasaHHbIe M3MEHEHUS B OOMeHe
KoJIJIareHa U 3JacTUHA MOTYT MPUBOINUTD K CTapeHUIo KoxXu? J11s oTBeTa Ha BOIIPOC:
a) TPeNCTaBbTE CXEMY PEAKILIMI, TPUBOALIINX K 00Pa30BaHUIO MOTIEPEYHBIX CIIH-
BOK;
0) 0OBSICHUTE, KAKOBO y4acTHE JeCMO3MHa B 00€CIIeUeHNN PEe3MHOBOIIOJOOHBIX
CBOWCTB 3JIaCTHHA.

3. bone3np Mesiepa—bapiioy, mim OeTckuii CKOpOyT, MOSBIIIETCS IOCIe Ipo-
JIOJDKUTEILHOTO JIATEHTHOTO MEePro/a, Y UCKYCCTBEHHO BCKAPMJIMBAEMBbIX IETE, TN -
meHHbIX BuTaMuHa C. 3aboyieBaHne XapaKTepu3yeTcsl KPOBOTOUMBOCTBIO AECEH, Ha-
JIMYMEeM CYOIIepMOCTAIbHBIX KPOBOU3IMSIHII U OCTAaHOBKOI pocTa Kocteit. [Touemy
HepocTaToK BuTaMuHa C BBI3BIBAET pa3BUTHE JAHHOTO 3a00JieBaHUs?

OTBeT 000CHYITE, HAITMCAB COOTBETCTBYIOLLYIO CXEMY.

4. JlnutenbHble MOpeIliaBaTe/IbHbIe 9KCIIEAUIIMA MHOTAA 3aKAaHUYUBAJIUCh TParu-
YeCKHM, 1 Bcs KoMaHa rorubajia. Ho He Bcerma mpuuMHOM 3TOMY ObUIM KOpaOIeKpy-
LIEHWs] WIX UCTOIIEHME 3aracoB npoBruaHTa. CrnacaTebHble SKCMEeIUIIUU, OTIIPaB-
JICHHbIE Ha TMOMCKHU IPOMNAaBIIMX MCCleaoBaTesieil, 4acTo OOHApyKUBaJld Ha MeCTe
rubeIM KOMaH/Ibl, 4YTO OOJIblIasi YacTh KOHCEPBOB OCTaBajlaCh HETPOHYTOi. B mHeB-
HUKAaX U XypHajax e ObLIM 3alliCU O TOM, YTO Iepel CMEPThIO JIFOAU CTpafalu OT
KUCTOILEHUSI, Y HUX KPOBOTOUMJIM ASCHbBI 1 BBINIAJaan 3yObl, YaCTO 00pa30BHIBAINCH
MMOJKOXHBIE KPOBOM3NUSIHUS. [ToueMy MOpSIKY TTOrubaan, HECMOTPSI Ha TO UTO 3a-
acoB MPOAOBOJILCTBUS ObLIO J0cTaTOYHO? YTOOBI pelInTh 3a7a4y, OTBETHTE Ha Clie-
JIyIOIIM€ BOMPOCHI:
a) OT Kakoii 6oJie3HU morndanm MoperuiaBatenu? B yeM npuynHa s3toit 60oJ1e3H1?
0) 111 HOPMaJILHOTO IIPOTEKaHMsI KaKoro Ipoliecca B OpraHu3Me HeoO0XOAMMO
BEIIECTBO, HEXBaTKa KOTOPOTO BbI3BIBAET ATy 00j1e3Hb? Kakue (yHKIMU BbI-
MOJIHSIET 3TO BELIECTBO?

B) HAMUIIKUTE CXeMbl peakliuii, HapylleHue HOPMaJbHOTO MTPOTeKaHUSI KOTOPbIX
MPUBOAUT K ONTMCAHHBIM CUMITTOMAM.

STaNoHbl OTBETOB K TECTOBbIM 3afaHNAM
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