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OnpepeneHune noHaTna bO

bEO — COBOKYINMHOCMb (cymma) dpepMeHTaTUBHbIX
OKNUCINUTENBHO-BOCCTAHOBUTENBbHbIX NPEBPAaLLEHNN
OpraHn4yecknx cybcTpaToB 40 KOHEYHbIX MPOAYKTOB
CO,, H,0, naywmnx c notpedbneHnem Kucropona u
BblOENEHNEM 3Hepruu



[lepBaga ctagmsa GMONOrM4ecKoro OKNCIEHNS
(obpasoBaHue auetun - CoA)

* 13 nepBUYHbIX CyOCTpaTOB:
-AMK,

-B>XKK,

-'mnuepona

-[ NoKo3bl

obpasyeTca LUeHTpanbHbIW KINYEBOWN
metabonut C, — gppaameHm (auemur-CoA).

B 3aBMCUMOCTN OT cybcTpaTta Ha 3Ton CTagum
Bblgensetca 10-15% aHeprun, obpasytoTcs
koHeuYHble npoaykTbl CO,, NH..

ITOT Npouecc naet aHa3pobHo.



Btopasa ctagna bO - LUTK

2 ctagna bO wnpget aHaspobHO, Ha 3ToW cTaauu
NPONCXOOMUT:

* npeBpaweHne C,-gpparmeHTa «auvetun CoA» oo
2 monekyn CO,

« ocBobOoOXxaeHne kopaktopa HSCoA.

* Yyepes psag NPoOMEXYTOYHLIX METAaDONNTOB -
obpa3oBaHMe BOCCTaHOBIIEHHbLIX KOG aKTOPOB:

3 HAOHH*, ®ALH,

« B LUTK obpasyetca 1 monekyna AT®

e 3JTO OOWINN UUKITNYECKUN METADONNUYECKUNA NYTb -
Uukn Kpebca



TpeTtbs ctagna bO — TkaHeBOE AblxaHue

» [KaHesoe ObIxaHuUe — 3To npoLecc

aernapupoBaHne cybcTpaToB ¢ Nocneayowem
TPaHCNOPTOM 3MNEKTPOHOB N NPOTOHOB, Yepes psa
MPOMEXYTO4YHbIX aKL,eNnTOpPOB Ha KMUcropoa

BO34yxa Cc obpa3oBaHWEM 3HOOrNEHHON BOAbI U
BblAENIEHNEM SHEPTUU



XapakTepucTrka TKaHEeBOro AblXaHUS

« 3-a ctapua bO — mepmuHarbHas, KOHe4YHasi, mkaHegoe
ObIxaHue.

« 3pecb npoucxogut notpedbneHue O, [lpouecc a3pobHbIN.

B aton ctagun «peluaetca» ncnonb3oBaHne «soagopona» H
OT BOCCTaHOBINEHHbIX kodpaktopos HAOAHH* u PALOH, —
cybcTpaTtoB, KoTopble obpasoBanucb Ha 1 n 2 ctagun BO.

* Ocobble hepMeHTbl CHUMAIOT «BOJOPOA» B BUAE NMPOTOHOB U
9NEKTPOHOB OT 3TUX KOJaKTOPOB U Yeped psaa depMeHTaTUBHbIX
CUCTEM NepeaaroT Ha Kucnopoa Bosayxa (MonekynspHbIv
kncnopopg O,), BocCTaHaBnNnBasg ero 40 3H002eHHOU 800b! —
KOHEYHbIN NPOAYKT.

B pesynbTaTe 3TOro BbicBOOOXOaeTCs IHEPrUS,
3aKIIl0YEHHas B XMMMNYeCKnx ceasax cybectpartoB (60% aHeprum

pacceuBaeTcs B Buae Tenna, 40% ncnonb3yeTcsa Ans CUHTe3a
ATOD).



Knaccundukaunsa depmeHtoB bO

« MepMeHTbl OTHOCATCA K | Knaccy
«OKkcnpopenykKrasbi»

1. dermgporeHasol

2. Okcnpgasbl

3. OrEeKTPOH-TPAHCNOPTHbLIE PEPMEHTHI -
UUMOXPOMBbI

4. OKkcureHasbl

5. 'maponepokcuaasbl (BCcnomMmoraTtesibHble

dbepMeHTblI TKAHEBOTO AblIXaHUS)



Knaccudukauma germgporeHas

e B 3aBUCMMOCTM OT XMMMYECKOWN Npupoabl KodpaKkTopa:
1. NupnanHsasucumble O 2. DnaBnH3aBucmmble A

(kodpaktop HAL+, HALD+) (kopakTop PAL, PMH)

e [1o mexaHu3my gencteus: aspobHole ( PAL n PMH-3asmncumelie ) u
aHadpobHbIe (MMpuManH- 1 pnasunH -3aBucumble )

e [lo xapakTepy AeucTBua: nepBuYHble (NUpuUanH3aBucumele O) w
BTOPUYHbIE (NUpUanH- n ®MH-3asucumelie [IN)



* [lnpmanHsaesmucumelie I — 3TO XonoepmMeHThbl, KOPaKTopamMu
KoTopbix cnyxat HAL+, HAL®+, kodbakTop He NPOYHO CBA3aH C
anodpepMeHTOM U ABNSeTCA KOEPMEHTOM.

* [MnpnanHzasmucumbie I — 310 nepBmnYHbLIE, aHA3POOHbIE
depmMeHThI, cybcTpaTamMmun Ans KOTOPbIX CIyXaT OKCUKUCNOTHI,
KETOKMCIOThI, anbaernabl, cnnpTtol ( Ao 150 cybcTpaTtos)



KodakTopbl — nponssoaHbie ButammHa PP (HnauuHa)

i i
7 C—NH, 7 C—NH,
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0=P—0H
<im
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H H H H
HO OH HO ©
0=P—0OH

HukoTiHaMKoaneHMHOKHYKNeoTio, |
(HAD OH
HikoTMHaAM MoaneHHAKHYk neaTiOdochar

(HAOd)



CTpyKTypa 1 Aenctemne KodpakTopa HAIY

Oxidized form Reduced form

H o HH o

i i
C &
“NH, + 2(H]1= m “NH, + HF
N

Nicotinamide .

p-Ribose .

e [1Ba a3N1eKTPOHa n
«BOAOPOA» NEPEHOCATCA B
pe3ynbraTe
reTepoNNTUYECKOTO
pa3pbiBa CBA3U B dopme:

» Adenosine

:H™ (rvppua-vion) + H* (katnon)

X=H Nicotinamide adenine dinucleotide (NAD™)
X=P0Z"  Nicotinamide adenine dinucleotide phosphate (NADP*)



* dnasnH3asmncumble I — xonopepmeHThl,
KODAKTOPOM Y KOTOPbIX CAYKUT NPOU3BOAHOE
BUTaMunHa B — PAl n PMH.

e ®nasuH3asucumble A — 310 nepsuyHbie (A 1
®MH-3aBmucnumbie ') n BTopnuHble PMH-
3aBucumbie Ar).

* ®naBuH3acmmble [ moryT ObiTb a3pOOHbIMU Y
aHa’3pPOoOHbIMM.

° CY6CTpaTaN\VI ABNAKOTCA BbICLlUUNE KNPHbIE KUC/OTbI,

CYKUUHAT, HEKOTOPblIE aMUHOKUNC/TIOTbI.



« ®AL — dnaBuHageHUHAUHYKNeoTUA ( npousBoaHoe

BUTaMuHa B2) — kodhakTop, npuHumarowmin yyactme BoO MHOMMX
OKUCITNTENBbHO-BOCCTAHOBUTESbHbLIX BMOXMMUYECKMX NMpoLeccax.
« OA] cyuwectsyeT B ABYX oOpMax — OKUCIIEHHOM N BOCCTaHOBJIEHHOW,

ero bnoxmmmdeckas pyHKUKUS, Kak NnpaBuIio, 3aknyaeTcs B nepexone
Mexay 3aTuMm goopmMamu.

o
H3C X “NH
H3C s
CH2 N '
(HCOH)s O N
CH -oj-o—cuz
& i o
HOH
DNasMHMONHOHYKNeoTHA DnasMHaAgeHUHAOAVHYKNeOTHA

OKMCNeHHLIM (PMH) OxXMcCneHHIn (PALL)



[Toouecc BoCcCTaHOBAEHUA G1aBUHOBbBIX KOPAKTOPOBOB
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LinToxpomel (L1x)

- remcoaepxawmne (pepmMenThl, OCYWeCcTBNAKT
NEPCHOC INCKTPOHOB 3A CHET NIMCHCHMUA
CTeNeHM OKMCNEeHMA ATOMa Xeneia i cocrase
rema.

F@*>»™ < @ «» Fo*

* AyTooxcnaabenLMoCTh — CNoOCoCOHOCTL NOPQNaRaTL
ANEKTPOHE =ENOCPSACTESH=O =8 MICNOPOoQ.

* EArCTaesmbing ayTooKCHAabenoHeiM AENAETCH
ATOXDOM 338, ~ UMTOXPOAMOKCWA33.

* Umroxpomoxcuaaza coctont »a 6 cybGuenmany, waxnan
M3 NOTOPEIX CONEDKMT Nent ¥ STOM M.

*  MOrsi Megyn 180 MOy T NELeHOCH Ts ANET DO
Cu?* + @ o Cu*



ObLliee cTpoeHne LNTOXPOMOB




CTpoeHne NpoCcTeTUYECKON rpynmnbl LUTOXPOMOB

BuHuneHas rpynna

MeTtunbHasa rpynna

MponuoHunbHan
rpynna




POJIb YBUXNHOHA

* YOUXUHOH TNOCJie BOCCTaHOBNieHUA B ybuxuHon QH,
andoyHanpyeT BO BHYTPEHHEN MemMbpaHe
MUTOXOHOPUN OT Komnnekca | kK komnnekcy lll, roe
okucngaetcsa go Q.

0 OH
CHy 0~ #r”* CHy  4au* 2=  CHyO § e __~LHg
(L ==L
Lo =2H* 2¢ -
I:H:]D_,a th'__.-' E‘Hzﬂr o E
0 OH
VoKxXHHOE (KoQ) YEOHXHHON {KnQHEj
CH,

|
R= t:H;—-‘:H=r.:—cH=];H



BocctaHoBneHne yonxmHoHa
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YKenesocepHble bernku

—Cys — S’\’g/ /S

Crpoenue Fe,S; u Fe,S, 1eHTpoB kene30-cepHBIX 6ENKOB.




YKenesocepHble bernku

Cys
Cys |
N\ ° ATOM Xenes3a
S S KOOPAHHHPOBAH
\ / ..... ATOMaMM CCPhl,
Fe-—""" NPHHALNTEXKALULMMHK
/ \ HCTBIPEM OCTATKAM
S LUHCTCHHA
Cys ?
Y Cys
Monunenruanas

uens Genka



* TpaHCNOpPT 9NEKTPOHOB U MPOTOHOB UAeT
CTyneH4aTo, Yyepes Luenb PepmMeHTOB,
aHcamMbInb pepMeHTOB, KOHBeENEP PEPMEHTOB,

KOTOpble Ha3bIBAKOTCA ObixamesibHoU UEerbio -
LT3.



CTtpoeHune (coctaB) LUTO

Komnnekc | Komnnekc Il Komnnekc IV Komnnekc V

;_/

ATO-
CUHTa3a

3AO0D + 3 Pi

HAOH—>HALQ® ®AOH, PAQ
+H"

3 ATO®

KomnoHeHTH! AbIxaTenbHou nemnu — pepmenTaTuBHbie kKoMIuieKesl (I-1V)



CocTaB abixaTernbHou uenu

HAIH + H*

>2\” H
HAL'=" ™ OMH——= Fc§

(Orasonporern) (KenesocepHuiit
0enox)

i Q 2—% 25 C,Zg C§a~al-23 1,0,
QAI2H Um;pouu

DALl



NOKAJIMSALINA LTS

MexmemGpaHHoe NpocTpaHcTeo
S e e e e e e il e
|
|

HAPYXXHAA MEMBPAHA MUTOXOHOPUA

TR TR A S TR B TR SR S e

nH

Marpukc

Oxcanoauyerar Manar
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Cocrae HOMNONEeKCOB

ﬂhIHETE'IIbHEﬁ enmM
Homnnewxe | (HAOH-aermaporaHaza):
OMH, aenezocepHblia banok Fas.,

Homnaexc |l (cyrkuymHaTagermgporeHasa):
@AM, Fes.
Komnaewxc Il {OQH-germaporeHaza):

uuToxpombl b 1 c, Fes.

Komnaexc IV (uMToXpom © oKCHaasza):
LUHMTOXPOMbBI @ M O3, MOHbI REDM.

Kommiekc V (AT®-cuHaTa3a)



/
~— MEXAHU3M CHHTE3A AT® B

(OKHCJIMTeJIbHoe dochopuiupoBanue)

Monekynbl
MexmembpaHHoe AT®-cuHTasbl
NPOCTPaHCTBO

MaTtpukc

Kpuctbl

BHyTpeHHsA
membpaHa

HapyxHas

[paHy”b mMemb6paHa



/

CuHte3s ATO ns AAd n HeopraHmyeckoro pocdarta 3a
CYeT saHeprun nepeHoca snekTpoHos no LT3
Ha3bIBAETCA OKUC/UMEsTbHbIM (hoChopunuUpo8aHUEM

1. IK3ep20HUYeCcKUl rnpoyecc — nepeHoc 31eKTPOHOB OT

BOCCTAHOBJIEHHbIX Kodaktopos HAAHH* u ®PAOH, Ha
KMCNOopOoAa BO3AyXa.

2. dHOepeoHu4YecKul npouyecc — dochbopunuposaHme AP
c obpasoBaHnem ATO

AO® + H,PO, + 8 kkan/monb 7,3 (33 kk/monb) = AT® + H,0



CtpoeHune ATO
P
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Y4acTKH CONPSIKeHUS WA MYHKThI
(ochopuiinpoBanus

B IITO | Tuna Takux myHKTOB 3
1. Mexny HAJHH® n ®MH

2. Mexny LluToXpoMoMm ¢ 1 c1
3. Mexny Iluroxpom aas u 7z O,

B IITO Il tumma orcyrcrByrot 1131
IYHKTOB (poCHopuaInpoBaHus — 2.



Ro>pPuunenT okuciureapHoro
(bochopuiinpoBaHus

(P/O) — 5T0O KOJIMYECTBO HEOPTAHUYECKOTO
docdara, 3arpadycHHOro Ha cuHTe3 ATD u3
AJI® B pacdere Ha 1 aTroM ITOTpeOIIEMOTO
KHCJI0POJa.

TS | Tuna — P/O =3
TS Il Tuma — P/O =2

DJxcnepuMmenTansHo P/O paBeH 2,5



PyHKUUN AT
MO~ P (f) e pepesans

HEPBHBIX
HMIY.IbCOB
nmepexada
reHeTHYECKOH
YVIACTHE B
HHpOpMAUIHH
nmpomneccax
OHOCHHTE3A
mponecchl
CeKpelHH
TPaHCHOPT
BEeMecTB Yepes
MeMOpaHy MBbIMMeYHOE

COKpaIMcHHE
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- Teopuna Mutyenna

Ilnst 06'bsICHeHUST MeEXaHU3MA OKHUCTUTETBHOTO GoCcPOpUIUPOBAHUS B 1961
rogy Mutdeniom Oblj1a IpeIOKeHa XeMUOCMOTHYECKas TEOPUSI, KOTOPast
BKJTIOYAJIa YeThIPe He3aBUCUMBIX IMOCTY/IAaTa, KacaBUIvecss GyHKIIUU
MUTOXOHPUMN:

BHyTpeHHsIs1 MeMOpaHa MUTOXOH/IPHI HEITPOHUIIAeMA ZIJis IPOTOHOB.

[Tpu mpoXoXKIeHUU IEKTPOHOB IO IbIXaTe/TbHOU I[elTh BHYTPeHHEN
MeMOpaHbI TPOUCXOIUT IepeMelieHre H+ n3 marpukca B
MeXMeMOpaHHOe ITPOCTPAHCTBO.

JlpIxaTeibHas 1elh paboTaeT KaK MIPOTOHHBIN HAcOC (IToMmiia),
OCYIIeCTBJIsIsA TepeObpoC MPOTOHOB

[Tpu gocTaToyHO GOBIIOM MTPOTOHHOM I'Pa/IieHTe MTPOTOHBI HAYMHAIOT
«Teub» yepe3 AT®-cuHTeTasy, yTo conpoBoXxgaeTcsi cuHTe30M ATO.



XemMmocmoTmyeckast reopust Muryeaaa. {

Peter Mitchell,
1920-1992

[ J1aBHBIA MOCTYJIAT — conpsizkeHne okuceHus u gpocdopm-
poBauusi. IlepeHoc 21ekTpoHOB 110 DTL] MUTOXOHIpHIA CO3/1a€eT.,
a ATP-cuHTa3a HCII0JIb3yeT TPAHCMEMOPAHHYIO Pa3HOCTh

IEKTPOXUMUYECKOTO IIOTEHIMAIa IIPOTOHOB AW, JUIA
cunresa ATP.

1 5Tan — NpeBpaneHue XUMHYCCKOM SHEPrUU IIEPEHOCa SIEKTPOHOB
B DHEPIHIO IEKTPOXHMHYECKOI0 I'PaJNeHTA IPOTOHOB - Ap,,,

B PE3YyJIbTAaTE COIPHKCHHS TPAHCIIOPTa 2JICKTPOHOB U IIEpEHOCa
IIPOTOHOB Yepe3 MeMOpaHy .

OTO MPUBOMUT K BOHUKHOBEHHUIO XHMHYeCcKoro rpajauenta (ApH)

U 2JIEKTPHYE CKOro rpajnenra (A¢g).
YpaBHEHHUE VTS TEKTPOXUMUYECKOTO I'PAJIMEHTa IIPOTOHOB:
Apy =2,3 RTApH + F Ag

2 stan — TpaHchopmarms sHepruu Ap,, B sHepruio ATP 3a cuer
paboter ATP-cunTasbl.




XeMuocmorTuueckas
Teopusa Murtyenna
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3aBUCUMOCTHh MHTEHCUBHOCTH JIbIXaHUS
MHUTOXOHIPHUM OT KOHLCHTpauuu AJID —
HA3BIBACTCS ObIXAMENbHIM KOHMPOJIEM.
|ATO]
TATIDOIFTH PO 1
[AAD]* [H,PO A

Cxopoctb cuHTe3a AT® COOTBETCTBYET
NOTPEOHOCTSIM KJIETKH B SHEPrUM



Cnacmnbo 3a BHumMmaHume !




