OOMeH aMHHOKHCIIOT. Jle3aMUHUpOBaHHKE.

ITepeBapuBanue 6enkoB B XXKKT. Cxema nmyre
MOCTYIUICHHA U PaCX0J0BaHUA aMUHOKHUCIIOT.
HUCTOYHMKHM aMMHaKa, €ro TOKCUHYHOCTh U
crioco0bl 00e3BpeXxuBaHuA. | MMepaMMOHHUEMHUH.

KapGokcunuuasn
rpynna H

AMuHorpynna




1. AMHMHOKHCJIOTHI H HX
Onosioruvyeckas poJb.

R—CH—COOH




buonoruyeckas POJiIb aMHHOKHCIJIOT.

= Y4YacCTBYIOT B CHHTE3€ O€JIKOB, MENTHAOB,
TOPMOHOB, HEHPOMEAHATOPOB

m SIBIAIOTCSA JOHOpAMH a30Ta IPH CHHTE3€ BCEX
a30TOCOJAEpXKAIIUX HEOEIKOBBIX COCJUHCHUH-
HYKJICOTHJOB, 'éMa, KpeaTHHa, XOJIMHA H JIP.

s Canyxar ucrousukoMm AT® npu rononaHum,
caxapHOM JHa0eTe U MPEUMYIICCTBEHHOM
O€NIKOBOM NMHUTaHMH.



KaTadoIu3M
0esIKOB M TKaHEM

\ ®OH/

Bbenxu numu BOBOI[HI:IX S SIKH TKaHEH
AMHHOKHCHOT

Cunres u3 —

YTII€BOJIOB Moqeamia

A3oTcoaepxamme -I{e'mmcnc)‘m JKCKpenus

HeOeNIKOBBIE COCNMHEHUS

4 N

buoreHHsie TOPMOHBI C02+H20 I'moxo3a
aMHUHBI HYKJICOTHIbI +ATO® U KETOHOBBIE
reéM M Jp. Tena

HUcTounuku u IIYTH UCNTOJIb30BaAHUA aMHHOKHUCIIOT



3. A30THCTLIN OaJi1aHC

» A30THCTBIH GalaHC-pa3HHIa MeXy KOIIHYECTBOM a30Ta, MOCTYMAIONIETO ¢ NMUIIEeH H
KOJIMYECTBOM BBIZIEIIAEMOTO a30Ta (MPEMMYLIECTBEHHO B BH/IE MOYEBHHEI H

aMMOHMHHBIX COJIEH).

A30TUCTLIV BanaHe

MonOXUTEABHbIU
a3oTUcTbin BanaHc

(aetu, boanbunaepsl,
b6epemeHHbie
KEHLWHLI - a30Ta
nocTynaeT B OpraHuam
6oAblIEe Yem paspyliaeTcs)

A30TUCTOE paBHOBECUE OtpuuarenbHbin

(B3pOCAbIE, 3A0POBbLIE AHOAM, as3oTtucTbin BanaHc
CTYAEHTbI - HAXOAATLCA B
A30TUCTOM PAaBHOBECUU,

BbIXOAWUT a30Ta U3 opraluama

CTOABKO Y€ CKOABKO U NPUXOAUT)

(acTpoHaBTbI, AOAU B NOCAE
onepauuu - TPATAT a3oTa
6onbLue yem noTpebAstoT)

PumpiMuscies.ru



= B opranusMe yenoBeka B CyTKHM pacnajaercs Ha
aMHHOKHCIOTHI 0K0JI0 400 r 6enkoB, MpUMEPHO
TaKO€ XK€ KOJIMYECTBO CHHTE3UPYETCH.

s C numei nomkHo noctynatk okoyio 100 r 6enkos
(HOpMa).

AzoTHcerbiil 6atane

Azotucrniii 6anane (r) = (Romuecreo norpednénnoro beaxa / 6,25) - (AM +4),

T7e AM — comepkarice 23072 B MOUC, cobpanHoi 32 24 ) TIONPAERA 4 YW IEEACT 4307, BRIACOCHHEIH HE ©
1090H (B rpanmmx)

~\

A30THUCTBIN
Ganauc
]
=

[ﬂonommenbublﬁJ Hynesoi t OTpMuaTenbelﬁ]

\
-fepereHHoCcTb -0KOri
-pereHepaLpa TKaHen -IpasMbi
-tunepnpomynaiusa CTI -BOCIANEHUA
NONUUMTE MR -OMyXonK U Ap.




u [lotHOLEHHOCTH OEIIKOBOrO MUTaHKUA 3aBUCHT OT COAEPKAHUA
HE3aMEHHUMBIX aMHHOKHUCIIOT ((heH, MET, TpH, TpE, Ball, JIN3,
NIeH, WileH), YaCTUYHO 3aMEHHMBIX (apr ¥ TUC), YCIIOBHO
3aMEHUMBIX (THpP, HKUC). ExXXxeTHEBHO y uenoBeka 0€3BO3BpaTHO
TepaeTca 25 rpaMm Oeska, 3T0 Ha3bIBaeTCA KO3 PUIIHEHT
W3HAIIUBaHUA.

= HexocraTo4HOCTH OEIKOBOr0 MUTAHHS — «KBAITHOPKODP», YTO
O3HAYaeT «30JIOTOH MaJIbYUK», IPHBOJMT K 3a/IEpKKEe POCTa,
aHEMHH, OTEKaM, JKHPOBELIM IEPEPOKACHUAM.

BEAKH

BaARPERLUMMN KOMNSHEN TOM
JUOEIESC O @ HSEsMNEN0
NATIHMA SRBNOTCS Seni. Bank#
NPERCTABNRQT OCHORY
CTYPVETYOHEIX DNEMEHTOR KT A
W TRIHER

Lo pieman Hm:'-i.: DENKos:

MorpeSuocrs Il t’) TAXO8S.

TS ! o IO NA '.u.‘.n TACTIHNA
Danaw 2 p m ; ,» Ecnm
patora N rl ‘w “ 9 AHS C
t!."'t.i‘ M 1D 1 '4 vr_‘,
op ‘nm ™ 4 Uo'nrr qr
MORYYeHNM Cirael 1331
DEnka ka1 kK l‘,:"\.ﬂ Ta-v
NENSEaRY r-.if.,'_. 10-75

K
peabxoaunes Y0 "ﬂrf-.'x ab
CYTRA




NMEPEBAPUBAHUE BEJIKOB B XKKT

[NepeBapuBaHue — npoLecc rnaponunsa BeLecTs A0
NX acCUMUnNUpyemblxX Oopm

[lepeBapuBaHmne B6enkoB NPOUCXoAUT NoA AENCTBUEM
NULEBAPUTENbHBIX COKOB, COAEpXaLLmX
dhepMeHTbl rMpomea3ssbl (Knacc rugponas)

l[lpomea3sbi

K RN

IHOonenmuda3bl Jk3onenmuoa3bi
KaTanusunpyroT OTLWEeNnaKT No 0aHOU
paclienneHue aMUHOKUCNOTE C

BHYTPEHHUX NENTUAHBIX  kap®OKCUNLHOrO UNu
CBA3EN aMWUHHOro KOHUa



NMEPEBAPUBAHUE BEJIKOB B XEJTYOKE

HavanbHble aTanbl nepesapmBaHe benka ocyLlecTBNSETCS
noa AEeNCTBUEM XKENya04YHOro coka.

’enyao4yHbIN COK -
BecuBeTHas, crnerka
onanecuupyroLlas
XXUAKOCTb C BEMNYNHON
pH=1,0-2,0. B cyTKku
Bblgenaerca 1,5-2 nutpa
COKa.

KapananbHbiin (HUXHWA
NUWEBoAHbIA) chUHKTEp

MNuwesoa

AHo

NMunopuyeckuin Xenyaka

chunHkTEep

[BeHaguaTvnepcTHas

KHWKa Teno

Kenyaka

/ MpuepaTHUK

' i 7 Xenyaka




» HCL nenarypupyer Oenku, He moaBeprumxcs
TepMHYECKOM 00paboTke, o0nagaeT GakTepUIMAHBIM
JE€HUCTBUEM, aKTUBUPYET MEIICHHOICH U CO3/1aeT
ONTUMYM JJI ACHCTBHA NEIICHHA.

AKTUBHOE nepeBapuBaHue bernka
HaYMHAaETCA B Xenyake.

34ecb NPUCYTCTBYIOT NPOTEasbl:

+ lMencuH (pH 1,5-2,0). O6paszyeTcs K3
npotepmeHTa nencuHoreHa. lencuH
pacLlenngeT nenTuaHble CBASW.

« [[acTpukcuH (pH 3,5-4,5). mgponuayer
nenTuaHble CBA3KU U HauyWHaeT paboTtaTh nocne
TOro, kak pH B Xenyake ctaHeT MEHEE KUCIOMN.

» XuUMo3uH. lNpucytcTeyeT y geten. OH
CTBOpaXMBaeT MOMOKO U pacLiennaeT
Ka3eUHOoreH.



OOGpa3zoBanue ¥ PoJib COJNAHON KHCJIOTDI.

IIna3ma 00KIT1aI0YHBIE KIIETKH MPOCBET MKEeJyAKa

AR [ [

1-kap6oanruapasa, 2-H*/K*-AT®-a3a, 3-0e11kn nepeHOCUYHKH
aHWOHOB, 4-XJIOPHJHBIA KaHAJI



IlepeBapuBanue 0eJIKOB B JKeJIYIKe

["acTpuH-ropmMoH

(G-KJIETKH IIOPUYIECKOTO OT/IENA) / \
l+

Iaenvie kiemxu yenneano-HCI - Hapuemansusie YeTBepTIHAS
IlencuHoren > Ilencun TpEeTHUYHAas CTPYKTypa
\ / e
OBLICTPO-AYTOKATAJIN3 l
Oobxknaoounsie (napuemaibnvle) Kjiemku JICHATY paLIyst
G HCOT M cnnae 6CI[Ka
KenyrouHas MloBepXHOCTHME Normal protein nemeaﬂ
Aoe‘::f::”e Heat, actlds. salts, CprKTypa
and mechanical agitation 6CIII(a

:

Obcnapome <J

IICTITHIBI

APresTaQOUHaR
neTa

Denatured protein

@ 2519 Marson Educaten. e



= AKTHUBHBIC MOJICKYJIbI IIETICHHA aKTUBUPYIOT
MOJIEKYJIbI [IETICHHOI€Ha.

lNepeBapuBaHue Genkos

2acmpuH

1 )KGHVAOK <: naBHbIE KNEeTKn »1ENCUHOreH
| OBKNAN0UHBIE KNETKYN =malIIMUH . HC|

HCI
MencuHoreH —==—— lMencuH Mr~34000

Mr~39000 5 n/nenThaos aymokamanus

[MencuHoreH * [lencuH (a#donenmudasa)
\rw,qponm

NeNTUAHLIX CBA3EN, 00pa3oBaHHbLIX heH, TpKu, TUP

ana-ana, ana-cep, cep-cep



= Hapymenue nepeBapuBaHus O€IKOB B Xely/Ke
4aCTO CBA3aHO C NMaTOJIOrHYE€CKUMHU U3MEHCHUIMH
KHCJIOTHOCTH >XEJITYJAOYHOI'0 COKa: IMOBLIIICHHAs U
MOHMKEHHAA KMUCIIOTHOCTH, THNIEpaLMAHBIN FaCTPHT,
xenyaouHas axuims (monHoe orcyrcreue HCL u
KEIYZJOYHOr0 COKa) 4aCTO COMPOBOXKAACTCS
NIEPHUIIMO3HOH aHEMHEH BCIICICTBHE
HEJ0CTaTOYHOCTH BhIpaboTkH ¢akTopa Kacna u
HapyLIE€HHA BCaCbIBaHUA BUTaMHHa B2,
aHaumaHocTh (pH Xkenymounoro coka >6,0)
COIPOBOXKIACTCA 3HAYUTEIILHOH MOTEPEH CITU3UCTOH
000J10uKOH XKeJTyZKa 0OKIIaJIOYHBIX KJIIETOK, YTO
BBI3BIBACT paK MKEJYKa.



S. llepeBapuBanue 0€/IKOB B KHILIEYHUKE

= ['opMOH 0enKOBOM NMPHUPOABI — CEKPETUH=BBIZCIIACTCS
B KMIICYHUKE U MOCTYNaeT B KpoBb. Ilox ero
JEUCTBHUEM BBIJICIISAETCS TAHKPEATUHYECKUH COK,
conepxamuiit HCOs (3To nelitpamusyer HCL u
MHTHOMPYET NEeTCUH)

= pH B ABEHaAIaTUNIEPCTHON KUIIIKE BO3PACTaET 110
7”0!

s IlocTynienue nenTuaoB B TOHKHH KHIICYHHUK
BBI3BIBAET CEKpEIHI0 0€JIKOBOr0 rOpMOHa
XOJIELIUCTOKUHHUHA, KOTOPBIM CTUMYJIUPYET
BhIJICJICHHE MMaHKPEaTHYECKUX (DEPMEHTOB C
ontumyMmoM pH neiictBus 7,5-8,0



I'IepeBapM BaHUWe OenNKOB B KULUEeYHUKe

OepmMeHTH, DePEeBApUBAOMME OCIKH B KUIIEUHUKE, 00magaioT
CaermuPUUHOCTEIO K OMPEACICHHBIM AMUHO KHCIIOTAM:

* TPUICHH OPEUMYIIECTBEHHO THAPOIU3YET HEITHIHEIE
cBa3u, 00pazoRaHHbIe KAPOOKCUIEHBIMU TPYIIAMHU KATHOHO-
T€HHBIX aMHUHOKHUCIOT Apr u JIus;

* XHUMOTPHUIICHH THAPOIU3YET MEOTHAHEBIC CBIAZH
apoMaTHUECKuX aMuHOKUCTOT Den, Tup u Tpu;

* 9IACTA3a THAPOIU3YET CBAZY AMUHOKHCIOT Imu u Ana;

» kapOoxcunentuaasa oTmenmniaeT C-KOHITEREIE
AMUHOKHCIOTRI: KapOokcunenTumasza A — ruapopodarie
AmunokuciaoTel Ana, Bam, Jlen, e, kapbokcunenrumasa B-
JIus u Apr;

* AMUIIOMENTHAA3a OTMEMIAET N-KOHIEBEIE AMUHOKHCIOTHI;

* JTUICOTHAA3A THAPOIH3YET TUIICITHIALI U3 ABYX MHOOBIX
AMUHOKHCIOT;,

* TPUIEOTHAA3A THAPOIU3YET TPUIEITHIIBI



= AKTHMBHPOBaHHBIC TAHKPEATHYECKHUE (PEPMEHTEI U
(epMEHTHI KJIIETOK KHIIICYHHUKA 3aBEPIIAIOT
nepeBapuBaHHe 0EIIKOB.

s B nopxenyno4HoH xele3e CHHTE3UPYIOTCS
¢epMEHTHI pAjia MpoTea3. TPUIICHHOTEH,
XMMOTPHIICHHOT€H, ITPO3JIacTasa,
npokapOokcunenTuaassl A U B. B kumeynuke oHU
aKTUBUPYIOTCS MyTEM YaCTHYHOTO IPOTEOJIH3a.

IlepepapuBanue OCNKOB B KHIIEYHHKE

Kapboxcumernrmgaaa A, B

) Ama
2 i
pH &,0 Tpumean XuntoTprcst :' Ban A
: mogs  e®
H,0 :' H,O Dnagrasy : \ Urne
r e i H
iy Tp ! am | ~HO Y he
R Apr Tpee | Tt E Apr B
S

1 l y '
H,N/\Mca-ﬁ-m-cn-ﬁ NH—CI-I—ﬁ—NH—CH—i:%NH-CH—ﬁ)—NH—CH—[CE—NH—CH—lc:rNH—CH—COOH
[ [ v '
e} o 01
il




Ilepesapusanue oenkoe

Xenygok

Nencwu Moaxenyaou-

HanA Xenesa
NenTugb! /

HCO3
TpuncuH
XumorpuncuH
Anacrasa
Kap6oxcunentngasbi
Aunb
ToHKuI
KULLEYHUK

. AMuMHonenTuaasb!

Kposb

AmMuUHo- \
» KUCNOTbI

Aunenm-
AvnenTuabl fasbl

AmMuHo-
AmuHO- KUCNoThl

KMCNOTbI E >
A

KneTtka kMiwe1Horo anurenus




s ['maponu3 HEOOMBIIMX MENTHOB MPOUCXOIUT
MOJ N€HMCTBUEM aMHHOIIENITUAA3 U
IUANENITHIA3.

= AMHHONENTWUAA3bl NOCIECAOBATEILHO
OTIIECIUIAIOT N —KOHIIEBBIE aMHUHOKHCJIOTBI
NEeNTHAHOH LenM (JIEHIIMHAMHHONIENTHIa3a —
Zn*? unma MA™? conepxammii pepMeHT,
oOsaaeT MMUPOKOH CEU(PUIHOCTBIO).

s JlunenTtuaasel pacCIIAIOT JUICNTHIBI HA

AMHUHOKHCIIOTEI, HO HE JICHCTBYIOT Ha
TPHUIIETITUBI.



6. 3ammTa KiIeTOK OT JelicTBHSA MpoTeas.

s DepMeHTHI —TIpOTEa3bl CHHTE3UPYIOTCA B BUJIC
HEAKTHBHBIX MPEAIICCTBEHHUKOB H aKTUBUPYIOTCH
TOJIBKO B IIPOCBETE KHUIICYHHUKA.

s B KneTkax nmopKenya04HOH KeJe3bl IPUCYTCTBYET
Oenok - uarndouTop TpuncuHa. O obpazyer ¢
akTUBHOM (hopmoii hepMeHTa (B cirydae
MPEXKJACBPEMEHHOM aKTHBAIlMH ) TPOYHBIH KOMILIEKC.

s Kierku xenyaka U KMIIEYHHUKA MOKPBITHI CJIM3bIO U
MOJIMCaXapuaMHU U POTEa3bl HE KOHTAKTUPYIOT C
OellkaMH KIIETOK.



Mexanu3sm A€NCTBUA HHT'HOUTOPOB

IIporeas

: HeakTBHbIN
poTeasa bepMeHT-Cy6CTpaTHbIi

% KOMINEKC
AKTUBHbIN

LIEHTP

WHruburop




IlepeHOC AMHHOKHCJIOT

B HacTosmée BpeMsA M3BECTHO MO KpaWHHEHd MEpe ITh

creH(pU9YeCKHX TPAHCIIOPTHBIX CHCTEM, KaXK[as M3 KOTOPHIX
(YHKUHOHUPYET I IIEpeHOca ONPEACIEHHOH TIPYMIIE]
OJIM3KHX , TI0 CTPOSHHID AMUHOKHUCIIOT:

HEUTPAJIbHBIX, C KOPOTKOH OOKOBOH LENbIO (aJlaHHH, CEpUH,
TPEOHHH),

HEUTPaJIbHEIX, € JUIMHHOM MJIM Pa3BETBIEHHOM OOKOBOM
LENbIO (BaJIUH, JICUIIUH, H30JIeHIHH);

C KATHOHHBIMH paJJHKaJlaMH (JII[3}I}{, a]')f']{}{]{l-l);

C AHUOHHBIMH pagHKajsaMu (riryramMmHHOBAs
acraparuHoBas KUCIIOTEI);

MMHHOKHCIIOT (IIPOJIHH, OKCHIIPOJIHH).




TpaHcnmopT aAMHHOKHCJIOT B KJIETKH

ToHKasa KUIIIKa

aMHWHOKHUCJIOTA N

HIeJI0YHag [KaliMa
TPAHCJIOKa3a  SNHUTEINS KHIICYHHUKA

aMHHOKHCIIOTa
AToD NA+, K+]AT®d-a3a
AJlD @
+Pi
K+ o~ K+
TpaHCJIOKa3a

AMHHOKHCJIOTA BOpOTHadA BCHa



» TpaHCIIOPT aMHMHOKHCJIIOT OCYILIECTBIISAETCS Y€pe3
BOPOTHYIO BEHY [€4YE€HH, BEAYIIYIO IIPAMO B II€YEHDb H
10 JIMM(}aTHIECKUM COCYAaM.

= AMMHOKHCIIOTBI IEPEHOCATCA YE€PEe3 KUIICYHYIO
CTEHKY OT CJIM3HCTOH €€ NNOBEPXHOCTH B KPOBb.
IlepeHOC OCYIIECTBISAETCA NEPEHOCYHKAMH, MHOTHE
M3 KOTOPBIX ACHCTBYIOT ITpH y4acTuu Na™ -
3aBMCHMBIX MEXaHH3MOB CHMIIOPTa, MOJ00HO
MEPEHOCY I'IIOKO3bI.

® 0-aMHHOKHMCJIOTA IIOCTYIAET B DHTEPOLIUT ITYTEM
cumnopta ¢ uoHoM Na*. Jlanee cnenudpudeckas
TPaHCJIOKa3a MEPEHOCHT aMHHOKHUCIIOTY Yepe3
MeMOpaHy B KpoBb. OOMeH HOHOB Na* mexay
KJICTKaMH OCYIIECTBJIACTCS MTyTEM NEPBUYHO~
aKTHBHOTO TpaHcnopTa ¢ noMmompbio Na*, K*,
AT®a3bl



fnyTatTMoHoBana cucTema TpaHCNopTa
BTopoit cnocob nepeHoca aMMHOKUCNOT BHYTPb KNETKU NPOUCXOAUT

B KOMIIJIEKCE C TAYTAaTUOHOM T1NpPU

rnyTamuntpaHcdepasbl

r~-FCnymamun-mpancepasa

AMUHOKHMCNOTA

Fryrarmon Uucremn-Imuums

l"nyTalMun
AMuHOKHCHOTA
FnuuwH Uucrens

-Fnyvamun- Llncveuu

I' nyramar
AMUHOKMCNOTA

nomowm d@epmeHTa y-

SH
0
H
HO N H
I H
NH; o)




AMBPNHOKHMOIIOTH (AK)




s Cucrema COCTOMT U3 OAHOr0 MEMOpPaHHOIO M
NATH HTOIUIa3MOTHYECKUX ()EPMEHTOB.
IlepeHoC aMMHOKHUCIIOTEI BHYTPD KIICTKH
OCYHIECTBIIETCA B KOMILIEKCE C
TTYTaMUJIBHBIM OCTaTKOM TTYTaTHOHA MO/
NEUCTBHEM Y= TITyTaMUIITpaHC(epasHl.

= OCBOOX/ICHHBIH Y- ITYTaMUJIBHBIH OCTAaTOK B
HECKOJILKO CTaJiui MpeBpaniaeTcs B
TTYTaTHOH, KOTOPBIH CIIOCOOEH NMPHUCOEIUHSATD
CIICAYIOILYIO MOJIEKYJTY aMUHOKHCIIOTEI.



= B perenepaiuu rioyraTHoHa y4acCTBYIOT:
E, — y- rmyramMuinukinoTpancgepasa

E; —nentuaasa

E, okconponuHasa

Ez riryraMuIIMCTEHHCHHTETa3a

E¢ rmyTaTHOHCHHTETa3a

s 3arpara AT® Ha pereHepalyio riryTaTioHa -
3ATO



HapyLueHusa TpaHCMeMBpPaHHOro NepeHoca
aMUHOKMUCIIOT

lepBuyHbIE
BTopuyHbie

= 3Tanbl HAPYLLEHUs TPaHCNopTa aMUHOKUCIOT
M3 KuLLeYHUKa B KPOBb l '

’ N3 kpoBu B renaTouuTbl |

W3 nepeHYHON MOYM B KPOBL
(cMHApoM DAHKOHK, UMCTHHYPHR)

M3 KPOBKM B KNETKU OPraHoB U TKaHeN

— o
-

< Hapywerune dyHKRuMN 6enkoe B opraHmaMe, 6enkoBoe ronogaHue /\

~— e



HapyleHva TpaHcnopTa
AMUHOKUCNOT

Oepext KMWeNHOro U/Mnu NOYEUHOTo Tpancnopta AK
MOweT GeLTh:

% e CoUMNTOMMELM

¥ NPOABSIATLCA KNUHUYECK KAX e LAY
HEIAMEHMMBIX  AMMHOKICAOY MAM KoK peSynsTaY
HAPYWEHUA TpaHcnopTa AK (Hanpumep TpUNTXPaHa
npu GonesHys Xaprwyna)

" CONpOROXAATLCS YRESIMYEHUEM MOYE RO
FOHUEHTPAUMM HEPDACTBODUMELX AK, Npusoas K

HEPPOIMTIHAZY (HONPUMER, UMCTUH  NpM
UMCTHHYPM M)



8. O0mme myTn pacnaga aMAHOKHCIOT

s Katab®oiu3mM OoJBIIMHCTBA aMUHOKHUCIIOT
HaYMHAETCA C OTHICTIJICHUSA 0.-aMHHOTPYIIIbI=
Ne3aMHHUPOBaHMA.

s Jle3aMHMHHUpOBaHHE MOXKET OBITh: MPAMOE,
HEMpAMOE, TPAHCAMHHHPOBAHHE.



O0mue nyTH pacnaaa aMHHOKHCIOT

COOH

R—CH\

NH,
'NH3/ \-COZ

}mununponanne JlexapOokcunupoBanue

IIpamoe| |TpancamunaupoBanue Henpamoe




s [IpsiMoe nezaMHMHUPOBAaHHE — OTHICIICHHE
aMHHOTPYTIIBI B BUJIE aMMHaKa. AMMHaK
BBIJICJIACTCA B KPOBb U OY€Hb TOKCHYEH (3TOMY
BHAY AC3aMUHHPOBAHHUS MOJABEPraloTCsA BCE
aMHMHOKHCIIOTBI, KpOME JIM3UHA). JTO HE
IIaBHBIA MYTh JA€3aMHUHUPOBAHUA.

= Buael npsiMoro 1e3aMUHUPOBAHHA:
® OKHMCIIMTEIILHOE
® BOCCTAaHOBHUTEIILHOE
® THIAPOJIMTHYECKOE
® BHYTPHMOIJIEKYIIAPHOE



CaMbIM pacnpoCTpaHeHHbLIM BHIOM NPAMOIro
Ae3aMHHHPOBAHMA ABJIAECTCH OKHCIHTENbLHOE

Ae3aMHMHHMPOBaAHME
Oxcudaza

oo~ D-amunoxucnom vnu oo~ oo~
? L-amunoxucnom T ?
<I:H--NH3* > ci:=m-| <|:—o
Hz /-\‘ CH: Hl " N CHa

QAL SALH? 2 NH3

a PMH SMHH 2 ¢ %

AMUHOKACNOTE >_< UMUHOKMCNOTA Ketoxucnora
O

2
H202



E‘{ 0, H,0: R H,0 R
CH-NH, —»Uc =NH A—»(:-o + NH,

‘ Oxcupaza (FMN) | |

COOH COOH COOH

AMMHOKHCJIOTa a-UMHHOKHCITIOTA o-Kerokucnora



XapakrepucTnka L-oxcuaasnl
= OOHapyXeHa B OYKax U NCYCHH

= Kodakrop ®PMH

= CrepeocneliM(pUIHOCTD — ACHUCTBYIOT Ha L-
AaMHHOKHCJIOTBI

= Ontumym pH aeicrusa — 10,0

s CBia3b ko¢akTopa u O€NKOBOM YacTH -
KOBaJICHTHa



Xapakrepucruka D - okcHaasbl

= OOHapyXeHa B OYKax U NECYCHH

= Kodakrop -PAL]

s Crepeocnenudpuunocts — aeiicteyer Ha D —
aMHHOKHCIIOTBI

= Onrumym pH~7,0

= buopons — BeposaTHO D — okcuzaasa npeBpamaer
D- aMMHOKHCIIOTEI B COOTBETCTBYIONME L-
MU30MEPhI
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COOH

|

H— C—NH,
I
R

D-amuHOKHCIIOTE,

AD
ADH,

A-Kerokucuora

L-AMHOKHCIIOTa,
AmMuHOTpaHCchepa3za >
A-Kerokucnora,

COOH
I
HzN _C_ H

R

Qum G



XapaKTepuCTHKA INIyTaMaTAeruAporeHasnbl

(TCAD).

s ['/I'- enuHCcTBeHHas L-okcuaa3a, paboraromas npu
¢pu3nonorndeckoM ontumyme pH 1 umeromas

kodakTop HAJI* (HAJ1DY).

desammHnpoBaHne amMmHHOKHNCIIOT

Mpamoe OKMCNMMTEeNnLHOEe ae3aMMHMpOBaHMe
rmyTamMmMuHOBOMWM KMCNOTHI
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MNMMmyramarpermpporeHasa - oNnuromMmep, CoCrTosumm
M3 6 cybwvepgmumu. Mi.m. 312 xjfia.

KaraGonmmam aMMHOKMCNOT




s OKUCIIHMTENBHOE A€3aMUHUPOBAHMUE IITyTaMaTa
— oOpaTuMas peakiys U NpH MOBLIIICHUH
KoHLeHTpauu NH; MoxeTr nporekaTh Kak
BOCCTAHOBHUTEIIbHOC aMMHHUPOBAHHE Ol
KETOrIyTapara.

s I'JI[' akTMBHA MPaKTHYECKH BO BCEX TKAHAX,
KPOME MBIIIILI.

s Amnocrepuueckue mHruouTopel I'JII'- ATO, I
Td, HA/IH. Bei3eIBaloT AUCCOLMALIAIO
¢epMEHTa U €r0 HHAKTUBALIMIO

= Alnocrepuueckue aktuBaropsl I'J11- AJ1D



e ['JI'- uHAyIMOEnbHBIH (DEPMEHT, MOXKET
MHAYLHPOBATbCA CTEPOUMIHBIMH TOPMOHAMH
(KOPTHU30JI0M).

= buonoruyeckuu cMmbpici akTUBHOCTH ' /11" —
cOop aMHHOTPYII pacnaJaloIIXCs
aMHHOKHMCIIOT B COCTaB€ riiyTamara ¢
MOCJIEAYIOIIMM €Tr0 J€3aMUHUPOBAHHUEM B
MHUTOXOHJAPHSAX I MPOTEKAaHUs Mpolecca
CHUHTE3a MOYECBHUHBI.



9. TpancaMMHHPOBAaHHE AMMHOKHMCJIOT-BTOPOii 001
nyTh norepu NH,-rpynnsi

TpaHCaMUHMPpOBaHMeE - peakuusa nepeHoca o-
aMMHOr pynnbl C aMUHOKUCNOTHI (AOHOP) HA O-KETOKUCIOTY
(akuenTop) ¢ oSpasoBaHUEM HOBOW KETOKMCIIOTbI U HOBON
aMMHOKMCIOTbI. 3Ta peakuua odpaTuma.

COOH (EOOH (IJOOH CIIOOH
H;N—-CH + 0=9 O=ﬁ; + H,N—?H
Ry Ra2 Ry Rz
AMMHOKHGIOTa | a-Ketoxmcnora a-KeToxucnora AnvHokAcnoTaz

Peakuun TpaHCaMMHUPORAHUA NPOTEKAKT C y4aCcTUEM
aMuHOTpaHcdepas, KOTOPbIE NOKanM30BaHbl B LMTO30ME U
MUTOXOHAPAX KNeToK. B peakunn yyacTeyert kopepmeHT
nupuaokcanbdocdaT (MP) - nponseogHoe eutTamuHa B,.
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OO0muii Bua peaknuii TPaHCAMHHHPOBAHHA
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¢ OpranocnenupuIHOCTD
amuHoTpancepepasnsl Aa AT u AcAT

e Ai AT KaTaJIM3MpyeT peakiunio

TPAHCAMMHHUPOBAHUA MEKAY AJAaHUHOM
u 0-KTK

e ACAT xaTraau3upyeT peakuuio
TPAHCAMHHHPOBAHUSA MEXKAY
acnapraToM 1 ¢-KTK
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SRUSAMOPRIN (1 - OR CIRLC SO GONOPRAN Q- AMIOKRCAOMI
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0 NH;

LIABRCACHOYKCYCHAS KHCIOTA 1~IOYTAMMHOSAR KMCAOTA



buojornueckoe 3HAYEHHUE
TPAHCAMHUHHPOBAHUS

Peakunmn TpaHCAMUHUPOBAHUS UTPAIOT OOJIBIIYIO POJIb B OOMEHE
aMuHOKUCIOT. [lockonpky 3TOT mpouecc oopatum, GepMeEHTHI
aMUHOTpaHcdepasbl (yHKUUOHHPYKOT Kak B MpoLeccax
KaTaboIN3Ma, TaK 7 OMOCHHTE3a AMUHOKMUCIJIOT.
TpancamyHUpOBaHVE - 3aKJIIOYHTENbHBIH 3TAall CHHTE3a
3AaMEeHHUMBbIX AMUHOKHCJIOT u3 COOTBETCTBYHOLIUX
KETOKHUCJIOT, €CJIM OHU B JAaHHBII MOMEHT HEOOXOOUMBI
KJIETKaM. B pesynbsrare NpOUCXOAUT MEPEPACIIPENEIIEHNE
AMUHHOI'O a30Ta B TKAHSIX OPraHU3Ma.

TpancamunupoBaHue - mepBas CTaausl AE3aMHUHUPOBAHMUS
OOJIBIIMHCTBA AaMUHOKMCIIOT, T.€. HAYAJbHBINH 3TAam HX
KaTa001M3MA.




Knuanueckoe 3HaueHue onpeAaciiCHuA TpaHCaMHUHAa3

= B kierkax cepaeyHoi MbIIbl KOTH4eCTBO ACAT
3HAYUTEJIbHO MPEBBIIIACT KOIMYeCTBO ANTAT, a B neYeHH
Hao0opoT. CootHOmeHne akTUBHOCTH ACAT /AnAT

Ha3bIBaeTcCs «x03(¢uumeHT ae Putnca» u B HOpMe OH paBeH
1,33+0,42.

» [lpu unpapkre Muokapaa akTiBHOCTh ACAT B KpoBH
yBenuuuBaerca B 8-10 pa3, a AnAT B 1,5-2 pa3a,
ko3¢ punment ne Putnca pe3ko Bo3pacraer

= [lpu renaturax ko3pdpunuent ne Purnca camxkaercs no 0,6.
OnHako npH Uppo3€ NEeYEHH YTOT KOIPPHUIIHEHT
YBEJIIMYMBAETCS, YTO CBHJIETEIILCTBYET O HEKPO3€ KIIETOK MPH
KOTOPOM B KPOBb BEIXOZAT 00€ (hopMmbl ACAT



10. Henpamoe ne3aMUHHPOBaAHME —
TPaHCAe3aMHHHPOBAHNE, T.€ Ie3aMHHUPOBaAHNE

yepes nepeaMuHHPOBAHHE

AMWHOKHCJIOTa

AmuHOTpaHCc(hepa3a
1§ (0o}
A-Kerokucnora




= buonoruuyeckas poiib HENPAMOro A€3aMUHUPOBAHUS
3aK/II0YaeTCH B!

A) nepenaye aMHHOTPYIIIT aMHHOKHCIIOTaMH Ha 0=
KETOrJIyrapaTr KOTOphIH NPEBpalllaeTC B riIyraMar.
3aTeM riryramar noJBepraercs npsaMoMy
OKHUCIIUTEJIbHOMY J1I€3aMUHUPOBAHHUIO MOJ1 ICHCTBUEM
I'I", B pe3ynbTarte yero oopasyercs o-KeTorimyrapar
¥ aMMHaK.

b) npu CHHTE3€¢ aMHHOKHUCIIOT H HAIMYHUH
HEO0OXOIMMBIX 0~KETOKHCJIOT 00€ CTa/lHH HEMPSAMOTO
NIe3aMHHHPOBaHHUA MPOTEKAIOT B 00paTHOM
HaIpaBJICHUH. B 1aHHOM npo1ecce riryramar urpaet
TJIAaBHYIO POJIb.



= B MbIIIIEYHOHM TKaHHU M MO3re akTUBHOCTD I J1I
HE OYCHb BEIIHKA, IO3TOMY B 3THX TKaHIX NPH
MHTCHCHBHOH (DM3MYECKOH HArpy3Ke
(YHKIHMOHHUPYET APYTOH MyTh HEMPAMOIO
I€3aMUHUpPOBaHUA y4yacTtueM nukia UMo-

AMO.

AMMHOKMUCNOTA a-Kr, , Acn @MMCD y NH,
a-Ketokucnota % rny @ OA AM®

Manat ——®ymMapat



11. ToxCHYHOCTL AMMHAKA ¥ CIOCOOLI ero
obe3BpeKuBaAHUSA

UCTOYHHMKH aMMHaKa B KJIETKE

= B cyrku pa3znaraercs okosio 100 r
aMHHOKHCIOT. [Ipu s3ToM oOpazyercs NHa.
Hemnoro ero obpa3yercs npu
N€3aMHUHUPOBAHUHM OMOT€HHBIX AMHUHOB U
HYKJICOTHI0B. YacTh aMMuaka oOpa3yercs B
KHMILICYHHUKE B PE3YJIbTAaTC THUCHUSA
aMHHOKMCJIOT, H IIOCTYIAET B KPOBb
BOpoTHOM BeHbl. KoHueHTpanusa NHs B
kpoBH 0,4-0,7 mr/n (unu 25-40 Mmmone/n)




OcHOBHBIE HCTOYHHKH aMMHaKa

Buorenisie aMuim AMHHOKHCIOTH! HYKJ!C“TW

AMMHMAK

~
LR

Moverrna [yramex Ararvn Uayramar  AMsoriinsie conu

(~25 r/eyr) (~0,5r/cyT)
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MexaHu3Mbl TOKCUYECKOro nencreus

aMMUakKa
Hakonnenue NH, i—"> Ankano3s (1 pH) —
(runepaMMoHuemMus) SN TKaHeBas rmnokcus
G p
OTTOK OKcanoaueTrara, OTTOK rmytamara Ha Teduunt FAMK
a-KeTornyrapara Ha cBasbiBaHue NH,
cBsisbiBaHue NH
T g
HapyweHus
CHMXXeHue aKTUBHOCTH N36bITOK rmyTamMuHa oBbMeHa uHbIX AK
LTK (ocMOTUYECKN aKTUBHbIN)
CHMXeHue cuHTe3a 3apepxka H,O u
ATOD OTeK KNeToK
..... 2
@ I i"uﬁenb acTpoOUMUTOB - 3 /



MexaHu3M TOKCUYeCKOro AecTBUA aMMuaka

AMMMaK — TOKCMYHOE coepuHeHue. [laxxe HebonbLoe NoBbIWeHNe ero
KOHUEHTpauuu okasbieaeT HebnaronpuaTHOE AEUCTBUE Ha OPraHuam, u,
npexae scero Ha LUHC.

K033
TopmoxeHue

V NH,+H,0—p NH, +OH mmp Ankancs == yerasonuama

MBK ﬁ
* \ ﬂ JHeprogeduunr

i Auetun-KoA HbO, $Hb +*02 ﬁ
* UTK * NH3 NH3 % Mnokcus
<y J}ﬁrf‘y IMH === Habyxanue Heipornum

T l \ * \ OTeku Mo3ra

2
* AT® *Tpaucammnupoaauue *CI'AMK
yaoporu
JHeprogeduumT ;

HapyweHune obmeHa HempomeamaTopos



Cnoco0Obl 00€e3BpeKHBaHUs aMMHaKa:

= OCHOBHOM peaKluel CBA3BIBAHUSA aMMHaKa,
IPOTEKAIOUICH BO BCEX TKAHAX OpraHu3Ma, ABJIACTCA
CHHTE3 IIIyTaMHHa 110/ ICHCTBHEM
rilyraMMHCHHTETa3bl . OHa JIoOKaJIM30BaHHA B
MHTOXOHJIPHAX KJIETOK M sBJsieTcs Mg+ —
3aBUCUMBIM (pepMEHTOM. [ TyraMMHCHHTETa3a-
aJNIOCTEpUYECKUH (DEPMEHT H OH HHTHOHpYeTCA
AM®, rmoko30-6-ocdar, riau, ana, ruc.

= I'myraMuH - OCHOBHas TpaHCNOpTHasA (hopma
aMMHMaKa U3 MBI, MO3ra U ne4YeHU. C TOKOM KpOBH
TIIyTaMHH TPAHCIIOPTHPYETCA B KHIICYHHK U TOYKH.



CunTes riiyraMuHa
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IIpeBpamenne rIyTaMHHA B KJIeTKaX
KHIICYHHKA

B KJeTkax KMIIeYHHKa [0/ ACHCTBUEM IITyTaAMHHA3bI
IPOMCXOAMUT BRICBOOOKACHHE aMHJAHOIO a30Ta B
BHJe aMMHuaKa. OOpa3oBaBIIMICA IITyTaMaT
nojBepraercs TpancaMuHupoBanmio ¢ I1BK,
oOpa3yeTcs anaHuH. bosbIue KOIMYEeCTBa aJlaHMHA,
BBIXOJIAT B KPOBb M Y€pe3 BOPOTHYIO BEHY
nornomarorcs nedeHbro. Okono 5% NH3 ynansercs
B cocTaBe (pekauii, HeOobIas 4acTh Yyepe3
BOPOTHYIO BEHY IIONAZAET B IE€YEHB, a 0K0JIO 90%
BBIZICJISAIOTCS TOYKaAMH.



I'myramuH
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IIpeBpamenne rIIyTaMHHA B MOYKaX

B noykax Taxxke riryraMMH rHApOJIM3YeTCA MoJ JACHCTBHEM
rIIyTaMHHa3bl. JTa PeaKlud 3allMIIAeT OPraH|u3M OT
n3MeHenni norepu K*, Na*. B cyrku BeiBogutcs okosno 0,5
I COJIEH aMMOHMA.

MeTtabosiM3M aMMaHOro asoTa rnayraMmHa B nNouvkax

nyTamMuH

nyTaMHa3a H,O H*
( +> NHA =——p DKcKkpeuus

A (aMMOHUIAHBIE CONK)

nytamar aHuoHb! (CI7,S0,%)



e Coaep>xxaHue rnytaMmHasbl Npu
auMao3e yBenuiuBaeTcs, nNpu
aNKano3e yMeHbLUIAEeTCA.

e Aichonb3oBaHue ryTaMuHa
NPOUCXOAUT BO MHOIMAX
aHabonuueckux npoueccax. OH -
OCHOBHOW 1OHOP a30Ta B
OpraHu3Me.



rnyTaMuH

6enku

MypUHbI

~ N\

NMMPpUMNAUNHDI

acrnaparuH

aMMHocaxapa

'JTIOKO3a




= Bropoii nyTe 00€3BpeKHBaHUs aMMHaKa
3aKIII049aeTCA B (YHKIIMOHHUPOBAHUH TJIIOKO30-
aJJAaHWHOBOT'O LIMKJIa, KOTOPBIH MIPOTEKACT B
MBIIIIAX ¥ IIEYEHH U COMPAKEH C padoToH
TIIFOKO30=JIaKTaTHOT'O IUKIIA.



TIOK03a \ MBI EBI

IICYCHbB TIII0KO03a TIIHOKO3a
MAPYBaT nupyBaT

— \ /" (NH,)
NH3 aHaHHH\ A%amm 2
|

MOYE€BHHA AnanuH pa3HbIC
aMHHO-
KHCJIOTBI

KpOBb
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Haubonee 3HaunTEIbHBIE KOJIMYECTBAa aMMHaKa
00e3BpeXXMBaeTCs B IEYEHH ITyTEM CHHTE3a
MOYEBHHBI — OPHUTHHOBBLIN LIMKII
MOYE€BHHOOOpa30BaHHA.

MoueBHHa — OCHOBHOH KOHEYHBLIH MIPOAYKT
a30THCTOro 0OMEHa, B COCTaBe KOTOPOro U3
opranusMa Beiienserca 10 90% Bcero BBIBOAUMOro
a3oTa.

JKCKpelrs MOYEBHHBI B HOpME — 25 T/CYT.
MoueBHHa CHHTE3HPYETCS TOJNBKO B MICYCHH.

IlepBbi€ 1BE peaKIM¥ CHHTE3a MOYECBHHBI TPOTEKAIOT
B MUTOXOHJIPHSX, OCTAJIbHBIE TPH — B IIUTOIJIa3MeE



HcTouHMKH a30Ta AJig CHHTe3a MOYeBHHEI = OJIHH aTOM a30Ta
W3 rITyTaMHHa, BTOPOM — U3 acmaprara.
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DHepreTu4eckui banaHc npouecca:

= DHEPreTH4YECKHE 3aTpaThl CHHTE3a OJHOM MOJICKYJIbI
MOYE€BHHBI — 32 1 000poT HMKIa pacxoayercs 4
MaKpO3pPru4eCKHE CBA3H, KOTOPbIe KOMIIEHCHPYIOTCSH
IpH JIe3aMWHAPOBAHUH TITyTaMaTa ¥ pereHepanyu
acraprara ¢ oopaszoBanuem HA/IH>

= KpomMme Toro, 3HepreTu4ecKue 3aTpaThbl IPOUCXOAAT U
IPH TPaHCMEMOpPaHHOM NEPEHOCE UTPYILUIHHA W
OPHHTHHA U IIPH NIEPEHOCE MOYECBHHBI U3 KPOBH B
MOYKH 3a cuer rpaaueHTa Na*, coznaBaemoro K*, Na*
- AT®a3ml.



» [lonHeli HaOop (pepMEHTOB OPHUTHHOBOTO LIUKJIA €CTh TOJIBKO
B renaToluTax.

» Perynsaunms mMKIia oCymecTBIsAETCA aKTHBUPOBAaHHEM
kapOamoungocharcuaTerassl 1 N — aneTunriyraMmaTom.

KNETEH CAKHIHCTONR KHIUEYHHKA

TAyTaMaT
i mpﬁauom@oc@u NH, * 1
€O+ 2ATP+NH; - =0+ cpuuTis
xapCamorapochar k
COOH MUTPVILTHE = NO-ciacrssa "
CH-NH-{—H
CH-
NH, CH X\
=0 COOH A
NH N ™~
2 -AUETH-
moqesm-x:-\ rayTamar ® \\\
t ( N
\ H-arpmeoe \¥
\, IRyTamar- COOH 1 APTEHUE
s (H NH.+ 4—Ca \
¢ H, AUETHI- LoA
e ( H, APTHHHE
benkos
l 0( 'H LA
rAyTamar
APTHHATA




buonoruyeckas poJjb LMK

IIpeBpaimenue a3ora aMMHOKHUCIIOT B
MOYEBHHY H NMPEAOTBPALLICHUE HAKOIJICHUSA
TOKCHYECKHX MPOAYKTOB, B TOM 4ucie NHa.

CuHTE3 apruHMHa U MOMOJHEHHUE ero GoHaa
B OpraHU3Me.



12.'mnepaMMOHMEMHH

» [ MnepaMMOHHEMHH — NOBBIIICHHE COACPKAHHUA aMMHaKa B KPOBH.

TN

( nncpar.mom:cnm

<

-~
¢

[lepBryHaz . S—
/ & Bropiunas )
—<
[Tpit oTCYICTBHN [ - Tpas zafonesannzax neyeHn [pss youueHHOM
pepMenTa cuxTeIa ' (MOpTaibHAR IHNEPTCHINA, ranenni Oeaxon
MOYCBHHH MEXA HIHSCK S NOBPEAIE HHA) B KIHDeYHHKE




HapyleHus cuHTe3a MOYEBUHBI

TMNEPAMMOHUEMUA
| Tuna
NH; + COp+ 2ATO — —— KapﬁaMWTﬂ- +2 Al + 2 Pi
pbamoun-  cpocda
cﬁ:,;cg;r:;a TMAEPAMMOHUEMUA
OPHUMUH- Il Tuna
kap6amoun-
H2N_|C|_NH2 mpaHcepasa
0 OPHUTUH
H,0
aprvHuH LNTPY MUK

dacnaprar

thymapar AT®

dpaUHUH-

apauHuH-
CyKuuHam- CYKUUHam-

nuasa cuHmemasa

APTUHWHAHTAPHAA apruHUH-AHTapHasn UUTPYNNUHEMUS

AMUHOALMAOYPUA Kucnorta




[1IPUYMUHBI TMNepamMoOHUeMnin

FeHeTn4ecknii gedekT xoTa Obl ogHoro N3 5 pepmeH-
TOB OPHUTUHOBOrO LLMKAA

3aboneraHna nevern (LMPPO3, renaTuT, APYr1e BUpY-
Cbl, B TOM YMUCNE TPUNNa U pecnmpaTopHbiX MHGeKLMIA)

CUMMTOMBI: TOLLHOTA, PBOTA, CYA0POrK, OTeK mosra (B
TAMENbIX CNydasx), oOTCTaBaHMe YMCTBEHHOIO PasBUTUSA

Nng ANarHocTUK oNpeaensoT B KPOBU YPOBEHb
ammmaka (60 mkmonb/n B Hopme 1 B 100 pas bosnblue
npwu natosoriun). Kpome Toro, onpenensaoT GepmeHTbl
OPHUTUHOBOTO LIMKAA B KPOBM U B BUoncum nedeHu m
meTabosnTbl B Moye



JleyeHuUne rmnepammoHm1eMmnn

* ManobenkoBasa aueTa
e BBegeHUE KETOHOAHaAOIOB BMECTO aMUHOKUCAOT
* MuuweBble A06aBKKW, coaepKalme peHmnnaueTaT ans

€ro peakuum ¢ rMyTammHOM nam 6eH30aT, KOTOPbIN
CBA3bIBAETCA C IMMUUMHOM (@ TULLMH CUHTE3UPYETCA

M3 ammuaKa), BBeaeHue LUUTpyA-AnHa



