OO0MeH HYKJIEOTHIO0B.

Ilogarpa. buocunres
NE€30KCUPUOOHYKICOTHI0B. IIpuMeHeHne
MHTMOUTOPOB CUHTE3A
OE€30KCUPUOOHYKICOTHIOB IS JICUYCHHUS
3JI0KQYECTBEHHBIX OMYXOJIEH.



1. HykJj1eoTHABI — 3TO OPraHuYecKe BelecTBa, COCTOAIME U3
a30TUCTbIX OCHOBAHM, yrieBoaa (pudo3bl WiIu
1e30KCUPU003bI) U PoCcPHPOPHON KHUCIOTHI.
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2. HykJj1eoTHAbI BHINOJHAIOT Ceaymue QyHKIUU:

 CyOcTparbl CHHTE3a HYKJIEHHOBBIX KHCJIOT.
O 5-koHeu
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* YHUBepCa/JIbHbIe HCTOYHUKHU SHepruu (ATdD), a
IJI HeKOTOpPbIX npoueccos — I'TD, YTOD, LITD,
TTO.

e JloHOpPBI AKTHUBHBIX CYOCTPATOB NPH CHHTE3€ TOMO-
U rereponoaucaxapuaon (Y AP-riawkos3a),
aunuaoB (LI1P-xoauH).

* YYaCTHHUKH YHUBEPCAJIbHON CHCTEMbI
00e3Bpe:kuBaHUsI TOKCHYecKHuX BemnecTB (Y /1D-
IJIIKOPOHOBasi kucjaora, DADC, S-
A1€HO3UJIMETHUOHHUH).

OopasoBanue kopepmentToB (HAA+, HAJLD+,
DAJl, PMH, KoA).

*O0pa3oBaHue BTOPUYHBIX MOCPEIHUKOB F'OPMOHOB
U IPYIUX PEryJasaTOPHbIX MOJIeKYyJa (HAMD,
ul’ M®).



3. Pacmag HyKJI€eMHOBBIX KHCJIOT:
* IlepeBapuBaHue HyKJIeHHOBBIX KUCJIOT B 2KKT.
Portosas NnonocTe AOAHK v PHK nywm
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Henarypauus HK nmoa gredcrBueM COJASITHOM KHUCJIOThI
AKeayaKa.

I'mapoaus HK suponykieasamu (JHK-a3s1 u PHK-a3bi).

I'uapoJin3 OJIMrOHYKJICOTHIOB MO/ IeCTBUEM
(ochorcrepas 10 MOHOHYKJIICOTH/IOB.

I ' MaApoIN3 HYKJICOTHI0B HYKJICOTHIA3aMM 10 HYKJICO3U10B
IO/ AeCTBMEM HYKJICOTHAA3 U HecneupruiecKux
docharas.

I ' Mapo N3 HYKJICO3U/A0B 10 A30TUCTHIX OCHOBAHUU U
pu0030- WM Ae30KCUpPu0030-1-pochaToB moa aecTBUEM
HYKJIeo3uadochopuias.

BcacbiBaHUe IYPUHOB U MUPUMUJINHOB B YHTCPOLUTHI
WM JajIbHenIee uX pacuenjieHue Npu y4acTuu
MHUKPO(PJIOPHI KHIICYHHUKA.

BcocaBmmecsi B KpOBb a30THCTbIe OCHOBAHUA M
HYKJICO3U/Abl B 04€Hb HE0O0JIbIIIOM KOJIHYECTBE
HUCIOJIb3YIOTCS JIJIS1 CHHTE3a HYKJIEOTH/I0B «3alacHbIM))
myTeM.



4. Oco0eHHOCTH CHHTE3a HYKJIEeOTHA0B «de NOVO»:

 CHUHTE3 HYKJICOTUI0OB HAET HE3ABUCUMO OT
MOTpeOIeHNSA HYKJIEOTHI0B.

 CHHTE3 NYPHHOB U MUPUMHANHOB pPa3/ieJieH.

* Y nupuMHMANHOB BHAYaJIe HAeT CBOOOIHBIN
CHMHTE3 OCHOBAaHHSsI, 3aTEM IIPOUCXOAUT
npucoeauHenue pudozodocdara.

* Y IIypHHOB OCHOBAHHE «COOHUPAETCH» HA
pudo3zodocpare.

e OP/ID siBJsieTCS AKTUBATOPOM 000MX CMHTE30B.

* IlypuHbl ¥ IUPUMUANHBI HHTUOUPYIOT CHHTE3
DOP/IP no npuHUUANY 00PATHOMN CBSA3M.



5. Cxema cunHTe3sa NMYPUNHOBbLIX HYKITEOTUNOOB.
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COopka NypMHOBOI'0 HYKJIE€OTHIA HAYMHAECTCH HA 0CTATKeE
pu0030-5-gocdara.

CuHTE3 NypUHOBOTO sApa nporekaer B 10 peakuuu u
3aKkaHyuBaeTcs oopasopanuemM UMO.

Oopa3zoBanue AM® u I'M® nporekaer B 2 CTaIUH U3
NMOO.

Ha cunrte3 AT® 3arpaunBaercs s3Heprusa I'Td, Ha cuHTe3
I'T® — 3Heprus ATD.

OcCHOBHOE MeCTO 00pa30BaHMs MYPHUHOBBIX HYKJIEOTUIOB —
neyeHb. OHM MOCTYNAKOT U3 NMEYECHH B IPUTPOLUTHI,
YACTUYHO B MO3T, B IMOJUMOP(PHO-siIepHbIE JTeHKOUMThI

(TISLJT).

ATOD, I'TO® oOpasyrorcs 3a cueT cnenupuuecKnx KuHa3
(HM®-kuna3) u AT®O —u3 AMD® u I'MOD.

AM® + AT® — 2AJID
IM® + AT® — [P + AP
[® + AT® — I'T® + AJID



6. «3anacHble» NMyTU CUHTE3 MYPUHOB.
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* IlepBbiNl «3aIaCHBIN» NMYTHh CHHTE3a MYPUHOBLIX
a30THUCTBIX OCHOBAHUM — (pochopudO3UIUpPOBAHME.

 Bropou «3amacHON» NyTh CHHTE3a MYPUHOB —
(pochopuipoBaHNe HYKJIEO3UI0B ¢ MOMOIIBI0 KMHA3.

Aneno3u + AT® - AM® + A/l



/. Perynsinus CMHTE3a NYPUMHOBBIX HYKJICOTH/IO0B.
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DOP/IP-cuHTETa32a AKTUBUPYETCSH
Heopranuuyeckum gocdarom (Pl), uHruoupyercs
IYPUHOBBIMHU HYKJICOTHAAMU (HauboJIee CUJIIbHO —

HT®).

DOP/1PD — akTUBATOP BTOPOM PEAKIIMUA CHHTE3A
IyPUHOB.

AMD, TMO, UMD — uHrHOMTOPHI MEPBBIX ABYX
(pepMeTOB UX CUHTE3 IO NPUHIUILY O0paTHOMI
CBSI3H.

NAT® MHruOMpyeT BOCCTAHOBJICHUE BCeEX
PUOOHYKJIEOTH/IOB.

IlepekpecTHoe ucnojab3oBanue ' T u ATD qis
UX CHHTE3A CJYKUT AJI CHUKEHHMS CHHTE3a
OJHOI'0 HYKJICOTUAA NPU AeduuuUTe APYyroro.



8. Kata0ou3M NypuHOBBIX HYKJIECO3U/A0B.
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KoHeyHBbIH MPOAYKT pacnajga NypUuHOBbIX HYKJIECOTH/I0B Y YeJI0BEKA
— MOYeBasi KUCJIOTA.

IlepBbIN 3TAN pacnaga NypuHOB — THIPOJIHU3 HYKJICOTHAOB C
IOMOIIbI0 HYKJIC0THAa3 Wit ocdaras.

Bropoi 3Tan — ruApoJIMTHYECKOE 1e3aMUHUPOBAHME C
oOpazoBanueM UM® M KCaHTHHA.

NMO® npeBpamaercs B rTHIOKCAHTUH, THIIOKCAHTHH OKUCJIACTCH B
KCAHTHH.

KcanTuH okucisiercs B MOYCBYI0O KHCJIOTY 110 HeﬁCTBHeM
KCAHTHHOKCHUIA3bI.

KcanTuHokcuaaza — aspooHas okcuaopeaykrasa. lipocrernueckas
rpynmna coaepskuT uoH Mmoauodoaena (Mo+2), xkeinesa (Fe+3), DA
AKTHBHO JefiCTBYET B IeYeHN U KUIIIEYHHUKE.

B cyTkm ¢ M0o40ii y YejioBeKka Boiaeasiercs a0 0,6 r/cyTku MouyeBoii
KHCJOThI, YaCTh €€ BbLACJAACTCH B BU/IE COJIel HATPUS.

I'mnepypuxemMusi — moBbINIEHHE KOHIEHTPAUN MOYEBO KUCJIOTHI B
KPOBH 32 CYeT M30bITKA €e CHHTEe3a, CHUYKEHUS YPATCBA3bLIBAIOIET O
TPAHCIOPTHOI0 0€JIKA, 3aMeIJIEHHOTO €€ BbI/IeJICHUN, CHUKECHUS
CKOPOCTH PEYTHJIU3AIMM A30THUCTHIX OCHOBAHMUIA.



9. HapyweHusa katabonnama nypuHoOBbIX HYKJ1IEOTUAOB.

. Iloparpa

[Ipu momarpe KpucTauibl MOYEBOM KUCIOTHI U YPAaTOB
OTKJIQJIBIBAIOTCS B CYCTaBax M IPYTUX MECTaX C 00pa30BaHUEM
[IOJIAarpUYECKUX y3JI0B, MU TOPYCOB.

[Ipn moarpe xapakTe€pHbl HOBTOPSIOIIMECS MPUCTYIIBI 00N B
cycTaBax (IIOJarpuyeCKur apTpuUT), HepomaTHsI.

OOmuii hoHA ypaTOB B HOPME COCTABISET
y My»*4uH — 1,2 1, y keHmmH — 0,6 T

[Ipu nmogarpe 3tu U@ psel BO3pacTaroT 10 2-4 T, IPU OYEHb
Tsxesnon popme — 10 30 .

[IpyynHOM moaarpsl ABJsIETCS HapylieHue B pabote OPJD
CUHTETA3bl WK (D)EPMEHTOB «3alaCHOTO» MyTH: THIIOKCAHTUH-
r'yaHWH- WK aJicHuHpochopudo3nnTpanchepas.
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Cunapom Jlemna-Huxena.

HacJsenyercss kak peecCUBHbBIN NPU3HAK, CHEIJICHHBIN €
X-XpoOMOCOMOM U MPOSBJIACTCH TOJbKO Y MAJIbYNKOB.

HaoOarogaercst mojiHoe 0TCYTCTBHE AKTUBHOCTH
TMIIOKCAHTUH-TYaHUH(ochopudo3uaTpanchepassbl.

Copaep:xanne MO4€BOM KHCJIOTHI MOBbIIIAETCS 10 9-12
mr/mJ.

Y nereu HaO/M0aaeTCH MOSABJIeHHE TOPYCOB B PaHHEM
AeTCTBE, YPATHbIC KAMHU, HAPYILIEHHE PeYu,
nepeOpaJbHbIe MAPAJTUYU, CHUKEHUE HHTEJJIEKTA,
CKJIOHHOCTH K CAMOKAJICYCHHIO.



JleueHHe runepypuKeMuu

AJJIONYPUHOJ — CprKTypHLIp”I AHAJIOT TUIIOKCAHTUHA
OH

.

AnnonypvHon MMnokcaHTuH

H H

— AJUIONYPUHOJI HHITHOUPYET KCAHTUHOKCUAA3Y, OKUCJIAACH
B THJAPOKCUIIYPUHOJ U OJIOKMPYS PU 3TOM aKTUBHBIN
HEeHTP (pepMeHTA.

— AJUIONYPHHOJI MPEeBPALNACTCH B HYKJIEOTH/I IO
«3amacHOMyY» NyT U uHruoupyetr @P/ID-cunrTasy u
amuaogochopudo3uaTpanchepasy, BbI3bIBasi TOPMOKEHHE
CHHTe3a mypuHoB de Novo.



10. CUHTE3 NUPMMUONHOBbLIX HYKNEOTUAOB.

Cxema cuHTe3a de novo:
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IepBbiid MOAUPYHKIHOHAJIBHBLIA (pepMeHT (KA L-(pepMeHT)
uMeeT J0MeHbI: kKapoamouiadocharcunrerassl |1,
acmaprarrpaHCcKkapooMousIasbl M AUruapooporasbl. OH
KATAJIM3UPYET NepBbie TP PeaKIUuu.

HA /I -3aBucumMasi JZMruipoopoTaTaeruaporeHasa padooraer B
MHUTOXOH/IPHUH.

Bropoil noiupyHKIHMOHAJIBHBIA (DEPMEHT CUHTE3a MMeeT
noMeHbI oporatdochopudosuarpanchepasnbl U
opoTaTAeKAPOOKCHJIA3BI U KATAJIU3UPYET S U 6 peakuun
CHMHTE3a MUPUMHUIUHOB.

Kunass!l npespamarwtT HM® u H/J1® B HTOD.
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11. «3anacHOn» NyTb CUHTE3a NUPUMUNONHOB.

* Ypauua + pubo3o-1-pocpar — Ypuaun + H;PO,
* Ypuaud + AT® — YMOD + AJlP

KMHa3a

e IHHutuaun + AT® — IIM® + AJ1D

KNHAa3a



12. Perynaumna cuHTe3a NMPUMUAUHOBDLIX HYKITIeOTUAOB.
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13. Hapymenue cuHTe3a MUPUMHIHHOBBIX
HYKJIEOTHA0B (€ NOVO — opoTanuaypus.

 HapyumieHue BHI3BAHO CHHKEHUEM AaKTUBHOCTH
YM®-cuHTA3bl, THIEPAMMOHUEMUEH, IPH
JICYECHHUM MOAATPHI AJVIONMYPHUHOIOM.

 Pa3zBuBaercss HEAOCTATOYHOCTH MUPUMHUINHOBBIX
HYKJICOTHA0B, THNEPIPOAYKIMA OPOTOBOM
KHCJI0THI, 00pa3oBaHue KAMHEI.

e JleyeHue mpou3BOAAT YPUAUHOM.
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14. Pacnag nMpuMnanHOBLIX HYKITI€OTUAOB.

1- AUrHAPONMPUMMIUH-
JAeruporeHasa;

2- TMTUAPONUPUMHU/IUH-
HUKJIOTH/APO0J1A3a;

3- Ypeu10nponuoHasa.



IIpoayKThl pacnaja Xopouo pacTBOPUMbI B BOJI€.

B-ajaHMH MCIOJAB3YIOT 1J1s1 cMHTe3a KoA, kapHO3UHA,
aHCepHHA.

AMuHou3o0yTupar (u3 TM®) B HOpMe npeBpaIiaercs B
MeTHIMAJIOHUI KoA, 3aTteMm B cykuuauia KoA.



15. buocuHTe3 1e30KCUPUOOHYKICOTH/IOB.

OcHoBaHue

l

( WCHQO

H

OcHoBaHue

/ \ b

TuopenokcuH TuopenokcuH
/ ‘\\ / \
[ ,
SH SH S——8
NADP* 4\ NADPH + H*

2



BoccTraHoBJIeHMEe PHOOHYKJICOTH/I0B B /1€30KCUPHOOHYKJIE€OTH/IbI
MPOMUCXOIUT HA YPOBHE HYKJIe0o3utndochaToB.

BoccTraHoBJIeHME OCYINECTBJISAET PUOOHYKICOTUAPEAYKTAZHbIN
KOMILJIEKC, KOTOPbIH BKJIIOYAET : pUOOHYKJICOTUAPENYKTAZY,
0eJI0K THOPEAOKCUH, THOPeaoKcuHpeaykrasy, HA/IDH,.

PuOOHYKIICOTHAPEAYKTA3Aa — OJIMTOMEPHBIN (pepMeHT,
COCTOSIIIUM U3 IBYX CYObCAMHULl U COAEPKANIMI HEreMUHOBOE
KeJ1e30.

beJIOK THOPENOKCHH SIBJISIETCSI IOHOPOM BOIOPO/A.

THopeaTOKCMHPEAYKTA3a BOCCTAHABJIMBACT OKUCJICHHBIN
THOPEAOKCHH ¢ ucnoyb3oBanuem HAJIPH,.

Kunassl npespamawt 1H/I® B tHTD:
THI® + AT® — aHT® + AJl®D



16. bBuocuHTE3 THMHAUHOBBIX HYKJIEOTH/I0B.
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w N5 N'-metunen H,-cbonat HO  H
HO H Hs-donat
nYM® aTM®

ATM® obOpasyercsa u3 1Y M® nipu aericTBUMA
THMUIUJIATCUHTA3bI.

Jlonop MmetuiabHoii rpynnbl - N°>-N1°merunen-H,-¢onar.

AYM® oopasyercsa u3 1Y 1D nyrem aedochopujiMpoBaHus U
u3 IlIM®D nyreM ruaApoIMTHYECKOrO 1e3aMUHUPOBAHUSL.
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NADPH+H" NADP*

OopaszoBanue TT® u3 allI® v nYADP. 1- aAlIMD nezamuHaza; 2- TMAMUINAIAT-
cuHTaza; 3- tTHM®- u tH/I®D kunazbl; 4- nuruapodoiaTpeyKrasa;

5- CepUHTHAPOKCUMETUITPaHCchepasa.
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17. 3anacHble NyTn CUHTE3a Ae30KCUPUDOOHYKNEOTUOOB.

* Tumun + gesoxkcupudo3o-1-pocpar — tumuaun + H;PO,
e Tumuaun + AT® — 1TMD + AJlD
e allutugun + AT® — agliIM® + AJlD

18. Peryasinusi cuHTEe3a 1€30KCUPUOOHYKJICOTH/I0B
OCYLIECTBJISIETCSH HA T€eHETUYECKOM YPOBHE MyTeM MHAYKIUU U
penpeccuuy reHoB PUOOHYKJICOTHAPEAYKTA3bI,
TUMUJAWIATCUHTA3bI U TAMUANHKHHA3BI. KpoMme Toro, 1AT®
SIBJISIETCHA MHTMOMTOPOM BOCCTAHOBJICHHMS BCEX OCTAIBHBIX

pudonykjaeoTuaaudocharos.



19. PepMeHTbI CUHTE3a pnbo- N Ae30KCUPUOOHYKNEeoTUAOB
KaK MULLEeHU ONnsa OencTBUA NPOTUBOBUPYCHLIX U
NPOTUBOONYXOJIEBbIX NpenapaTos.

Anajoru 1HT® gBasg0Tcs MPOTHBOOYX0JEeBbIMH
npenapaTamu:

Sdhrop-ypaumia, O10KAPYOIIUNA THAMUAUIATCHHTA3Y;
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e IluTo3mnapaduno3uja (murapadun), uaruoupyer JTHK
MOJIUMepPa3y U CHUKAET CKOPOCTH pPeIInKaluu

NH,
N~

oy

N
HO

OH
LinToanHapabunoaung

« 'mapokcumMoueBMHA — NHIMOMpPYET pubOHYKNeoTMapeayKTasy.



* AHajgoru ¢oJMeBoil KUCJIOTHI.

— MeToTpeKkcaT 1 AMMHONITEPUH HHTUOUPYIOT
z[Her[pO(bonanez[yKTa3y, Hapymarot cuare3 JJHK n PHK.

/ \ CH, — @c NH — CH CH,— CH,— COO’

MeToTpekcar

* AHTHBHMPYCHbIC M AaHTHOAKTEepHAaJIbHBbIE MPenaparhbl.

— A3MIOTMMHIMH IpEKpaiaeT CuHTe3 HOBbIX MoJiekyJs JIHK y Bupycos
c oopaTHO# TpaHckpunTaszoi (y Bupyco BUY).

N, H
A3naoTuMUauH



— 5-MOAAE€30KCUYPHUAMH HCIIOJB3YETCS MPU JICUCHUU KEPATUTOB
Y IOPAXKECHUN POTOBUIIBI I71a3a BUPYCOM Ieplieca.
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5-rnoa-2'-0e30KCUypuanH

* A3aTHONPHH HUCIOJB3YETCS B TPAHCIIAHTOJIOTUHH B
KauyeCTBE HMMYHOCYIpeccopa.



