OBMEH HYKINEOTUAOOB



HykneoTtunabl 1 X Npon3BoaHbIE NCMOSb3YHTCS B OpraHnU3Me B
KayecTBe:

e cybcTpaToB cuHTe3a AHK, PHK (Hykneo3unartpudocdaTtbl) n
HYKNEeOTUAHbLIX KOPEePMEHTOB (Hanpumep, KopepMeHTOB
nerngporeHas - HALQ, HAO®, PALl, DPMH, kodbepmeHTa
auetTunupoBaHus - KoA;

* ICTOYHUKOB 3Heprum (ATO, I'T® un ap.);

* YHYAaCTHUKOB CMHTE3a roMo- U retepononuncaxapuaos,
nunnpoB u 6enkoB. Hanpumep, YO®P-rnoko3a - B CUHTE3E
rmukoreHa; YO®P-rnworo3a, YO®-ranakrosa v YO P-
aueTuriHeMpaMUHOBAs KUCIIOTA - B CUHTE3E LilepaMmnaoB u
raHrnuo3ngos; UWA®d-xonuH , UAd-aTaHonamuH, LUOP-
aunrnuuepun — B cuHTE3e dhoconmnuaos.

*Y4YaCTHUKOB YHMBEpPCaribHON CUCTEMbI AEeTOKCUKaLUM,
obecrneynBaloLLeN BbIBEAEHUNE YYXKEPOOHbLIX BELLLECTB Y HEKOTOPbIX
cOOCTBEHHbLIX MeTabonnToB N3 opraHnama. Hanpumep, YO -
rnokKypoHoBas kucnorta, PAPC, S-ageHO3UNTMETUOHUH.

e BTOPUYHbIX BECTHUKOB CUrHana ropMmoHoB, (hakKToOpoB pPOCTa,



NMEPEBAPUBAHUE HYKIEMHOBbIX KUCJTOT NMULLN

PoTtosas nonoctb OHK u PHK nuwm
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Pacnag HyKneuHoBbIX KUCIIOT MPOUCXOAUT B TOHKON KULLKE
B OCHOBHOM rIMAOPOSINTUYECKMM nNyTemM non AeUcTBuem
OHK- v PHKa3bl (3HAOHYKNea3bl) NaHKpeaTU4eCcKoro coka,
KOTOpble TruapoSIN3YKT HYKNEeUHOBbIe KUCMNOTbl A0
OJIUrOHYKNeoTuaoB. NMocnepgHue noa  AeucTtBuem
docchoanacrepas naHKpeaTU4ecKoun Xernesbl
pacLwennarTcAa A0 cMecu 3’- U 5'-MOHOHYKINeoTUAoB.

Hykneotupasbl n Hecneuudun4veckue docaTasbl
oTwennarT docdaTHbIA  OCTAaTOK HYKNeoTuaoB U
npeBpawaldoT WX B  HyKrneo3uabl, KoTopble nubo
BCaCcbIBAlOTCA KIJeTKaMM TOHKOro KulleyHuka, nubo
pacwennaTca Hykneosuadgocdopunazamm KuweyHUKa C
obpa3oBaHMeM puboO30- UM pOe3okcmpudoso-1-cbocdara,
NYPUHOBbIX U MTUPUMUAONHOBbLIX OCHOBaHUMN.



CUHTE3 NYPUHOBbBIX HYKINNEOTUAOOB



ObpasoBaHne NYPUHOBOIO reTepoLMKIN4YeCcKoro OCHoBaHuA
NOeT Ha ocTaTke pmbo30-5-cbocdrara npm y4acTum nNPoCTbIX
npeawecTtBeHHUKOB: rmuunHa, CO2 , amuaHoro asora
rmyraMmumHa, a-NH2 — rpynnbl acnaptaTta u ogHoOyrnepoaHbIX
npounsBoaHbIiX H4-chonaTa.

Acnaprart ey /
\ /\"‘/ “
1 > <« N°,N'"merenun- H-donat

\2 —
N/\ N

N! ()-(bop.\t hE
Hy-thonar

AMuaHas rpynna
[ 'nu



CHavana dopmMupyeTcs 5-4rnieHHoe KosibLo, a 3aTeM 6-4rleHHOoe
c obpasoBaHMUEM NEPBOro NypuUHOBOIro HyKneoTuaga —
MHOo3UHMOHogocdata unu UMO.

Bce yeTbipe aTtoma a3oTa nypuHa nocTynarT U3 aMUHOKUCIIOT:
aABa u3 I'nH, ogyuH s Acn n 1 ns Fnw.

[1Ba N3 nATKU yrnepoaHbLIX aTOMOB NpuHagnexart 'nu, aBa
Apyrmx — npousBoaHbim H4- chonata v nocnegHun CO2 .
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B opraHuame noytM BCE KINETKM CMOCOOHbI K CUHTE3y
HYKINeoTuaoB.

LleHTpanbHOe MeCTO B CUHTEe3e TMNYPUHOBLIX MU
NMUPUMUOUNHOBLIX HYKNneoTnaos 3aHMMaeT
cdocchopunbosmngudgocdar (PPOD) Unu
doccopudbosmnnupodocdar, komopbii obpasyemcsi u3
pubo3o-5-cpocghama u AT® e peakuuu, kamanusupyemolu
PPL1®»-cunmemasou:

Pun6o3o-5-chochatr + ATP > 5-cpocchopnbo3unn-1-
andocdoat + AMOP.

UcTouHukamm pndo30-5-cpochaTta ans 3atonm peakumm moryt
O6bITb NeHTo30cpochaTHLIM NYyTb NpeBpalEeHUA [MIOKO3bI
MNn  nNeHTo3bl, obpasywuwmecss B TKaHAX nNpu pacnage
HYKNEWHOBLIX KNCIMOT N HYKNeoTUa0B.
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CKOpOCTL-NTMMUTUPYIOLLEN U  PErynaToOpHOU cTaguen
npouecca fABnseTcaA obpas3oBaHue 5-chocchopmndbosunn-1-
aMUHa, KOTOPYIO KaTannanpyer
amnpodocdopundbosunTpaHcodepasa.

B xopme 3Ttoum peakumm amupgHaa rpynna [nH 3amelwaeTt
nupodcocdaTtHbIn ocTtaTtok PPOPD. O6pa3yetrca N-C-cBA3b,
KOoTopas 3ateM B HyKneotuae cTaHeT N-rnmUKO3MOHOMU
CBA3bI0 MeXAy NYPUHOM U NEHTO3O0MU.

CuHTe3 nepBoro nypuHoBoro Hykneotmga — WMOD
(MHO3MHOBaA Kucnota) BKMw4aetr 10 ctagMum M uvpgeT C
3atpaton 6 moneun ATD. Bce peakuum npoTeKkarwT B
LIUTO30J1€ KIeTKM.
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CuHtez2 AMO nIFrMD nz MMO.
AMD cuHTEaMpyeTCa Npy y4acTm GepMeHTOB:
1 — ageHunocykuuHaTcuHTEeTasbl U 2-aaeHunocykumnHassl, a [ Md:
3 — VMDD -perngporeHassl u 4 — T Md-cuHTeTasbI



B doepmeHTaTtneHoMm cuHtese AM® ns UM® cneuudomnyeckoe
yyYacTtue npuHMMaeT acnaparmHoBasi KUCNOTa, ABndarouasacgd
AoHOopoM NH2-rpynnbl, u ' TP B KayecTBe UCTOYHUKA
3HEepPruu; NPOMeXyTouHbIM MPOAYKTOM peaKkumn ABnaeTcd
ageHunosiHTapHasa Kucrora.

BbunocuHTte3s NM®, HanpoTuB, HAYNHAETCH C AerngporeHa3sHoun
peakumn UM®P c obpazoBaHneM KCaHTO3UITOBOU KUCNOTbI
(kcaHTO3MH-5'-MOHOochaTa; KMP); B ammHUpoBaHUU
nocnegHemn Ncnosib3yeTcs TONMbKO aMUAHbIN a30T rnyTaMUHa.
NpeBpaweHne AM®P n 'M® B cooTBeTCTBYIOLLMNE
HyKreo3naau- n HykneosmarpudgocdaTtbl TakKe NnpoTeKaeT
B 2 cTaguMv Npu yyactum cneumdpmnyeckux
HyKrneo3snamoHodocdaT- u HykneosungangocogaTkmMHas :

TMOD + ATO <=> 11D + AQD

o + ATO<=>TITO + AQD



Perynﬂu,vm CUHTEe3a NYyPUHOBbLIX HYKJ1eoTUua40B
ocyuiecTtBlIiddeTCcAa ansioCctepmnvieCckm no MexaHn3my
OTpVILI,aTeHbHOVI 06paTHOVI CBA3U
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Perynaumna cuHTeza nypuHOBLIX HYKJ/1€eOTUAOB:
1 — ©POAd-cunHTeTaza; 2 — ammnaodocdopuboauntpaHcdepasa;
3 — UMD -pgermagporenasa; 4 — ageHunocyKumHaTcuHTeTasa



AMO®O, TM® n UM® nHrubupyroT KrnroyeBble peakumn cBOero
CUHTe3a. [1Ba doepMeHTa: PPOP-cuHTETa3a n
ammnpgodgocdopunbosunTpaHcepaza MHMHrMOUPYIOTCA JNULb
npyn oaAHOBPEMEHHOM MNOBbLIWEHUN KOHUeHTpauun AMD wu
'M®, Torga KaKk akTUBHOCTb afeHUNOCYKLUUHAaTCUHTEeTa3bl U
UM®P-gerngporeHasbl CHMXaeTcs nNUllb NPU yBennYeHUWU
Konu4yecTBa KOHEYHOro NpoAyKra, oopa3syroLerocs B Kaxaoun
U3 BeTBeU MeTabonm4eckoro nyTu.

AM® nurnoupyet npespawieHne MM® B ageHUNoOCyKUUHaT,

a 'M® — npeBpaweHue IM® B KcaHTO3UH-5'-MOoHOdocaT
(KM®),

obecrieyueassi makumM  obpa3om  cbanaHcupoeaHHoOe
codepixaHue adeHUJ108bIX U 2yaHUJ108bIX HyKJ1leomuoos.



«3anacHble» NyTU CUHTEe3a
NYPUHOBbLIX HYKNeOTUAOB



«3anacHble» NyTU CUHTE3a NYPUHOBLIX HYKIIeoTUAOB UrparoT
3aMeTHYI0 poSib B nNepuoabl akTUBHOroO pocTa TKaHen, Koraa
OCHOBHOM NYTb CUHTE3a U3 NPOCTbIX NpeaLlecTBEHHUKOB He
CnocoOeH MNMOSIHOCTbLI 0becrnevynTb HYKITIeMHOBbIE KUCNOTLI
cyocTpaTtamu. lNpu aTom Bo3pacTaeT akTUBHOCTb:

o rMNOKCaHTUH-ryaHuHdgpocdopmnbdbosunTpaHchepasbl
(FTPPT), KaTtanuaunpyoLliemn npesBpatlleHune a30TUCTbIX
OCHOBaHWW: TMNOKCaHTUHA U ryaHUHa B Hykneotuabl — UM® u
IM® c¢ wucnonb3oBaHnem ®PPOP B KavyectBe p[AoOHOpa
cdocchopunbo3bl;

o aaeHuHdochopndbosunTpaHccepasbl (ADPPT),
cuHtesupyrwowen AM®D ns ageHnHa n PPOD;

e apeHo3uMHKMHa3bl (AKasza), npeBpawamowen ageHo3nH B
AM® 3a cyeT nepeHoca y-pocaTHoro octatka AT® Ha 5'-
rMMAPOKCUSILHYIO rpynny pubdo3bl HyKneo3uaa.
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«3anacHbie» NYTU CUHTe3a NYPUHOBbIX
HYKneoTuaoe:
IM®PT — runokcaHTuH-ryasmHdocdopubosuntpancdepasa;
ADPT — apgenunndochopuboanntparHcdepasa; AKaza — aneHo3nHKMHA3a



KaTabonunim nypmHoBbIX
HYKNeoTuaoB
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Karatonumam nypuHOBLIX HYK/T1eOTUAOB:

1 — Hykneotnaasa wnm pocdarasza; 2 — ageHo3nHASe3aMUHA33a;

3 — nypuHHykneoaunadochopunasza; 4 — ryadHasa; 5 — kcaHTMHOKCHMaasa



Y 4yenoBeka KaTtabonmmamM NYPMHOBLIX  HYKNeoTuaoB
3akaH4MBaeTcq 0bpa3oBaHMEM MO4Y€BOW KUCTIOThI.

[TlepBOHa4yansLHO HyKNneoTuab! rMAOpPONUTUYECKM TEPSOT
doocdaTHbIN OCTaATOK B peakuunax, Katanmsmpyemoix dgoocdarasamm
nnu HyKneoTnagasamu. ALOEeHO3NH Oe3aMnHNpyeTCs
ageHo3nHae3aMuHa3oun c obpasoBaHMEM UHO3UHA.
lMypuHHykneosunadgocdopunasa pacuenndetr Hykneo3nabl OO0
cBODOOOHbLIX OCHOBaHMW U pnbo3o-1-docdara.

3atemM KcaHTUHOKcupasa — adspobHas oKcuaopeaykKTasa,
NpocTeTMYEcKas rpyrnna KOTOPOW BKMOYAET MOHbI Xere3a (Fe3+),
MonnbaeHa n FAD, npeBpaljaeT a3oTUCTble OCHOBaHUA B
MOYEeBYIO KUCTIOTY.

depMeHT B 3Ha4YMTesNbHbIX KonnyecTtBax obHapyXuBaeTcs B
NneYeH U KULLEYHUKE U OKUCNSIeT NyPUHblI MONEKYNSAPHbIM
KMCNOpPOAOM.



MouyeBasa Kucrnota yganserca M3 opraHusma u4erioBeka
rmaBHbIM 0DOpa3oM C MOYOM U HEMHOro ¢ dekanuammn. OHa
SBNSIETCA cnabon KUCoToOn N B DUOSOrMYECKNX XUOKOCTAX
HaxoguTca B HeguccouuUnMpoBaHHOM POPME B KOMIMJIEKCE C
benkamu unm B BUae MoOHOHaTPUEBOM COMN — ypara.

B HopMe B CbIBOPOTKE KPOBU €€ KOHUeHTpauus
cocTtaBnsert 0,15-0,47 mmonb/n vunu 3-7 mr/an.

U3 opraHusma execyToyHo BbiBoauTcs oT 0,4 o 0,6 r
MOYeBOU KUCIIOTbI U ypaToB.



[ Mnepypukemua v nopgarpa



UacTeiM  HapywleHuem kKatabonuama MypuHOB  SBIMSIETCA
rurnepypukeMusi, Kotopasa BO3HWKAET, Korga B Mria3mMe KpoBWU
KOHLUEHTpaumMa MO4YeBOU KUCMNOTbl NpeBbilaeTr Hopwmy. 13-3a
NNOXON  pacTBOPUMOCTM  3TOr0O  BewlectBa Ha  PoHe
rmnepypukemMmn pasBmBaeTcs nogarpa — 3aboneBaHue, npu
KOTOPOM KpucCTansbl MOYEBOW KNCMOThI N ypaTOB OTKIMaAbliBaloTCS
B CYCTaBHbIX Xpsilliax, CBSA3KaxX N MATKNX TKaHAX ¢ obpa3oBaHMEM
nogarpuyeckmx YyarnoB WM TOMYcOoB, Bbi3blBas BocnaneHue
cycTaBoB U HedponaTtuto. [logarpou ctpagaet ot 0,3 oo 1,7 %
HaceneHms 3eMHOro wapa. ¥ MYXYMH CbIBOPOTOYHLIN (OOHA
ypaToB B [Ba pa3sa Bbille, YEM Y XKEHLLUWH, MO3TOMY OHW OonewT
nogarpon B 20 pa3 4auwe, YEM XKeHLWMHbl. 3aborneBaHue
reHeTU4YeCKku oeTepMUMHUPOBAHO U BbI3bIBaeTCA:

- aAedeKkramum OPO®-cuHTETa3bI, CBfi3aHHbLIMU c
rmnepakrmBaumen, nmbo ycTonuymBoCTbi epMeHTa K
MHrMONpoBaHUIO KOHEYHbIMU NPOAYKTAaMU CUHTE3a;

— 4YaCTU4YHOU NoTepen aKTUBHOCTHU
rMNOKCaHTUHryaHmnHogocdogopubo-amntTpaHcdepasbl, KoTopas



[1pn NonHOM NnoTepe akTUBHOCTU
rMMNoKCaHTUHryaHnHdocdopndosun-tTpaHcdepasbl pa3BMBaEeTCA
msikesniasi popma 2unepypukemMuu — cuHgpom Jlewa-
HawnxaHa, npu KoTopom HabnogarTcst HEBPOSIOrMYEeCKUE U
rCnxu4veckme OTKNOHEHNS. bonesHb HacreaoyeTca Kak
peuecCUBHbIN NPU3HaK, cuenfieHHbIU ¢ X-XPOMOCOMOU U
BCTpe4yaeTcsl TONIbKO Y Manb4nKoOB.

Jlevwart nogarpy annonypmHOrioMm — CTPYKTYPHbIM aHanorom
rmnokcaHTHa. KcaHmuHOKcuOa3a oKucJsisiem rnpernapam 8
OKCUMNYyPUHOJI, KOMOPbIU MPOYHO c8siI3bleaemcsi C aKmueHbIM
ueHmpom ghepmeHma u ocmaHaesiueaem kamabosiusm
nypuHo8 Ha cmaduu 2urnokcaHmuHa, KOTopbi B 10 pas ny4lue
PACTBOPUM B XUOKOCTAX OpraHmama, Yem aaoueBas KUCNoTa.

o >

AnnonypuHon MMnokcaHTuH



NMMNEPYPUKEMUA, BbIBBAHHAA OEPEKTAMU B PABOTE ®EPMEHTOB
OBMEHA NYPUHOBbIX HYKITEOTUOOB

JledexTHbIH Xapakrep Knunuyeckue 3a6oseBanue
Gepment nepexra NPOSBJICHHS
®P/Id cunterasa CynepakTuBaumus 1 ['mnepypuxemus, noseimenHas | Iloparpa
TV IKCKPEHA YPaTOB C MOYOH,
YCToHaMBOCTS K o/1arpHYECKHH apTpHT
PETPOMRTHOHPOBAHHIO
Cuamxenue K, 11a pu6o3o-
5-docdara
['MnOKCaHTHH- YacTuysas noteps Te xe [Tonarpa
ryaHHH(pocopH- AKTHBHOCTH
Oosunrpancdepasa
[lonnas noreps akrusHoctn | ['mnepypukemus, Hegponatus, | CHrzpoM
apTPUT, HEBPOJIOTHYECKHE H JIéma-Huxena
TNCHXHYECKHE OTKIIOHEHHS
A nenundocgopubdo- [Tonnas noreps akTuBHocTH | O6pasoBanue kaMHEH 2,8- [Toueuxo-
IUNTpaHCchepasa JMTHAPOKCHAICHUHA kamMeHHas 601e3Hb
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«3anacHbie» NYTU CUHTe3a NYPUHOBbIX
HYKneoTuaoe:
IM®PT — runokcaHTuH-ryasmHdocdopubosuntpancdepasa;
ADPT — apgenunndochopuboanntparHcdepasa; AKaza — aneHo3nHKMHA3a



BunocuHTes n Katadoonumsm
NMUPUMUAONHOBbLIX
HYKNeoTUAoB



B otnnymne ot cnHTE3a NypUHOBLIX HYKNEOTUA0B, NPY KOTOPOM
a30TUCTOE OCHOBaHME OPMUPYETCHA HA OCTaTKe PUbO30-5-
docdaTta, nIMpMMUONHOBOE KOJbL,O NepBOHa4YanbHO
cobupaeTcsa U3 NpPocCcTbIX NpeALwwecTBeHHNKOB: MMyTaMUHa,

acnapTaTa u CO2. 3atem oHo B3aumopelicteyeT c PP D n
npeBpaliaeTcs B ypuauH-5'-moHodgocogar — YMP
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B NMpoucxoXxXaeHe aTOMOEB NUMPUMMMOMHOBOIo

Konblla M cuHTez YMO:

I — KA-dbepmenT: 1 — xapbamonndocdarcuHreraza lN; 2 — acnaprarTpaHckapbamownasza;

3 — nurngpoopoTtaza; 4 — OdurmopooportargermaporeHasza;

I —YMdD-cuuTaza: 5 — oportartdocdopubozuntpadcdepasza, 6 — OMD-gekapbSokcunaza



| cTtagua cuHTe3a YM® Bknw4vaer  Karanuampyemoe
LMTONasMaTmu4eckou kapbamonndocdaTCUMHTETA30M
obpa3oBaHue Kapbamoundocdarta u3 rnytammHa.

Ha Il ctagun kap6amoundoccar pearupyet ¢ acnapratom, B
pe3ynbrate 4ero obpa3syetca N-kapbamounacnaparuHoBas
Kucnota. [locrneaHsaa noasepraerca Uuknusauum (nog AencTtBmem
aurugpoopoTasbl) C OTLWenfeHneM MOJSeKyrnbl BOAbl, NPU 3TOM
obpasyeTcs aurngpoopoTtoBas KUCIOTa, KoTopas,

noaBseprasicb gernapupoBaHuio, nNpeBpawiaeTcsi B OPOTOBYHO
Kucnoty. B atoun

peakuun ydacTteyeT cneundudecknn HALl-cooepxalmm pepmMeHT
aurngpoopoTtartgerngporeHasa. OporoBasi KUcriota oopaTumo

pearupyetr ¢ PPID, sensarowmmca paoHatopom puboso-
cdocdaTa, c obpaszoBaHnem opoTnanH-5'-cpoccpara (OMD).

NekapbokcunupoBaHue nocnenHero npmBoauT K
oOpa3oBaHUIO NepBOoro MNUPUMUOMHOBOINO HyKneoTuga -—



[MpeBpaweHe YM® B YOP u YT® ocyLlecTBngdeTcq,
KaK 1 NyPMHOBbIX HYKNEOTNAOB, NyTEM

docdoTpaHchepasHbIX peakuum:
YM® + ATO <=>YOD + AOD;
YOD + ATO <=>YTD + AlD

LIT® obpasyetca ns YT® nog aencrenem LUTOD-
CUHTeTa3bl, KOTopad, ucnonb3ys aHepruto ATO,

3aMellaeT KeTorpynny ypauuna Ha amuaHyro
rpynny [MH:

YTO +InH+ AT® - UTD + 'ny + AP + H3PO4



Pubonykaeorna
Hykaeosnn-  peaykrasa Jde30KkcHHYKIe03m/1-

nndocdarsi > audocdars
(HIAD) m (nHIAD)

Tuopenoxkcnn Tuopeokcun

\
H{ \SH S{—S
NADP < M NADPH + H'
Tuopeaoxkcun
peayKrasa

BoccraHoBneHune puboHykneosungandocdaror

B Je30KCUNpon3eogHbie.

BoccranosuTenem puboHykneotnaos 8 dopme HAD agnaetca TMopeAOKCUH, cynbdrnapune-
Hbl€ rpynnNbLl KOTOPOro OKUCNAKTCA B Xo4e 3ToM peakuun. OKMcneHHbl TMIOpeOKCUH BOCCTa-
HaBNMBaeTCca TMOpeaoKCuHpeaykTasoil ¢ ydactuem NADPH



[ns cnHTe3a TMMMAUNOBbLIX HYKNeoTUA,0B, MOMUMO
ne3oKkcupubosbl, TpebyeTtcs Takke METUITMPOBaHHOE
npounsBogHoe ypauuna — TMMMH. Okasanoch, YTo B KrneTkax
nMmeeTcs ocobbii hepMeEHT TUMUANUNATCUHTA33,

KaTanM3upyoLwi,as MeTUnMpoBaHMe He CBO6GOAHOro ypauuna, a
dYMO:

‘ 0
| HALOD |
HN TTOK HN Ha
O—d l / HATIOH + H' 0— l
\N N’,N"—CH,—Trok [II'QK W
i R
TyMMIMTIATCHHTA3a
®'0—H20><0 i B-0-Hg O
H H H H
H H H H




Pubonykaeoruj
Hyxkaeoznn-  peaykrasa Je3okcHuyK1eo3n-

nudocharsi > madocdars
(HAD) m (AHA®D)

Tuopenoxkenn Tuopenoxkcun
HS/ \SH S/—\S

NADP'< M NADPH + H

Tuopenokcun
peayKTasa

-BoccraHoBneHue pudonykneozangaudocdaron

B Ne30KCUMNPOU3BO4HbIE.

BoccraHoeuTenem puborykneotnaoe B popme HAD aenaetca TMOpe AOKCUH, cynbdrnapunb-
Hble rpynnbl KOTOPOro OKUCAAKTCA B Xoae 310 peakuun. OKMCNeHHbIi TMOPEaOKCUH BoCcCTa-
HaBnMBaeTCca TMOpeaoKCuHpeaykTa3oii c ysactnem NADPH



JoHOPOM MEeTUNbHOU Trpynnbl B TUMUAUNATCUHTA3HOU
peakuumu ABNsieTcs N5,N10-meTuneH-TI OK, KoTopas
OOHOBpPEMEeHHO OTHaeT U BOAOPOAHLIU MPOTOH, MO3TOMY
OOHUM U3 KOHEYHbIX MNPOAYKTOB peakuun sBnNAeTcA He
TeTparugpo-, a aurnppodonueBasa kucnorta (O DK).
[locnegHAa BHOBb BoccTaHasnuBaetca go T OK noa npencremem
HAL®PH-3aBucnmon gurngpodoonartpenykrasoi.

N3 oOpasoaBweroca TM® nytem cocdoTpaHcipepasHbIx
peakuuu oopasyrorca dTOP u dTTP.

PereHepauna N5,N10-CH2-TI®K, cobctBeHHO ee OWOCUHTES,
npencrtaBnseT onpeneneHHbin nHtepec. Okasanocb, 4TO 3TOT
CUHTEe3 TpedyeT yyacTUss aMMHOKMUCIIOTbl CepuHa (OoHaTop
MEeTUNIbHOWU Trpynnbl) U nupunaokcanbdocdaTcoaepxalliero
chepmMeHTa cepuHOKCUMeTUn-TpaHcdepasbil.



TuMHAWIATCHHTA3A

AYM® m = 1 TMO®

N> N'".merusen- H,-doaat
Hy-ponar
Cepnn- "
oxcumeTHATpancdepasa NADPH + H
[ aunun NADP*
Cepun Aurnapodoaar
peaykrasa
Hy-dponar

CuHTez TuMmuaunH-5'-moHodocdara.
TuMuaunaTcuHTaza He ToNbKo nepeHocuT meTunexosyio rpynny N°N'C- metunen-H,-donara
8 5-e nonoxexHue NnMpUMUAanHOBOro ocHoBaHua oYMD, Ho u BoccTaHaBAMBaET ee B METUNb-
Hbll1 pagukan, 3abupas agsa atoma Bogopoaa ot Hy-donarta, no3aToMy BOCNONHEHUE 3anacoB

N5N10-meTunen Hy-ponara Hyxgaetca B paboTte ewle asyx depmMeHTOB: agurnapodonarpeayk-
Ta3bl U CepUHOKCMMETUNTpaHcdhepasbl



Perynauma cuHTe3sa nMpUMUANHOBbIX
HYKIeoTUA0B OCYLLECTBIISETCA arnfocTepnvyecKku
Nno MexaHu3my oTpuuaTesibHOu o6paTHOU CBA3MN:
- YT® nurnbupyet akTMBHOCTb
kapbamoundocdgarcmHTe-Tasbl;

- YM® n UM® nogaBnsaloT akTUBHOCTb BTOPOro
nonugpyHKUMoHanbHoro pepmeHta — YMO-
CUHTa3bl;

- UTD cnyXXut NHrIMOMTOPOM anrfiocTepmuvecKkoro
cdepmeHTa acnapTatkapbamounTpaHcdepasbl.



Pacnaod nupumuoduHo8biIx
HYKJ/1e03U0o08



NH;
H,O NH, -
N

N
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Hz(*% OurnaponupuMmuanHasa
COOH
H2N \ciH—CH a

H2T H2
O=C /CH: O=C><’ /CH2
7. H ~ NH
N-kapbamounnponmoHosas N-kapbamMmounmsaomacnaHas
Kucnorta

KunuciortTa

H—CH3
CHz—NH2

pB-AMunHomnsomacnaHas
Kucnorta



HauyanbHble 3Tanbl peakuun pacnaga nMpUMUANHOBbIX
HYKIeoTUaAoB KaTannanpyrTcs creununieckumm
dbepmeHTamn. KOHeYHbIMU NPOAYKTaAMU peaKLUmn ABNAIOTCS
CO2, NH3, MO4YeBMHa, 3-anaHuvH n B-aMMHOU3OMacnAHas
KUcrnora.

Cnenyer ykasaTtb, YTO rmaponuTUYeCcKuin NyThb pacnaga
NMUPUMUONHOB ABNAETCA, 0O4eBUAHO, MMaBHbIM NyTEeM
oOpa3oBaHuA B-anaHuHa, KOTOPbIN MOXET CIY>XUTb
NCTOYHMKOM OJ1S1 CUHTEe3a aHCepPUHa N KapHO3MHA, a TaKxe
ana oopasoBaHus KoA.



B TKaHAX XKUBOTHbLIX OTKpPbITa cneuudguyeckas
aMUHOTpaHcdepasa, KaTanmsnpyroLias
TpaHCaMUHMpPOBaHMe MexAay B-arnaHUHOM U
NUPOBUHOrpaaHon KNCNoTou. B npouecce aton obpaTtumon
peakuum CUHTe3npYyrTCA d-anaHuH u dopmunaueTar :

CHQ—NHQ CH3 ?H3 ?HO

| |

CH, + C=0 = CH—NH;  + CH;

|

COOH COOH COOH COOH

B-AnaHuH [NBK a-AnaHuH dopmunauertar



