MeTtabonnam yrneBoaosB
(donornHeHue)

-[leHTO30pOoCPaTHbLIM NYTb
- perynsiumsa obmeHa yrrneBogoB

- UHTerpaumsa metabonmama
aMWHOKMCIOT, yrNneBodoB 1 NMnNnuaoB




10.
11.
12.
13.
14.
15.
16.
17.
18.

19.
20.
21.
22,
23,

Bonpocbl n3 ounertos no reme

MoHocaxapuabl, onurocaxapugbl. [llonncaxapuapbl. BaxHenwmne npegcrasuten. Xummyeckoe cTpoeHune. buonornyeckas
ponb.

MoHocaxapuabl, onurocaxapuasl, nonvcaxapuabl. BaxHenwme npegcraButenn. XuMmnyeckoe CTpoeHue, buonormyeckas
ponb.

Mmukonus. Perynauna. QuepreTnyecknin acpdpekt aHasapobHoro pacnaga yrneBogos.

AHaspobHoe pacLuenneHne yrnesogoB B OpraHuame, ero buonormyeckoe 3aHavdeHme. dHepretTmdecknin acpdekT. MNoHsaTme
0 cybcTpaTtHOM hochopmunupoBaHun.

[miokoHeoreHe3. QHepreTudeckmi adpdekT. Perynaums.

OkucnurtensHoe gekapbokcMnMpoBaHne NMPOBUHOrPaAHOM KUCNOTbl. DEPMEHTbI U KOEPMEHTBI, y4aCTBYOLLME B 3TOM
npotecce.

OkucnurtensHoe aekapboKkcMnMpoBaHne NMPOBUHOrPaAHOM KUCNOTbl. DEPMEHTbI U KOEPMEHTBI, y4aCTBYOLLIME B 3TOM
npotecce.

Linkn TpukapboHoBbIX kncnoT Kpebca. buonornyeckoe sHayeHune. Perynaums.

Linkn Kpebca, ero Guonornyeckoe aHayeHune, perynauus

ConpsikeHHoCTb Lmkna Kpebca ¢ npoueccom bronornyeckoro okucneHmsi. OkmcnutenbHoe oocopmnmpoBaHue.
OHepreTnyeckmi adekT aHaspobHOro 1 aspobHOro NyTen pacnaga yrnesogoB.

OxkucnurtensHoe ocdopunupoBaHme. XemmocMmoTtumyeckasa Teopus M. Mutyenna.

[MeHTO30OoChaTHbBIN NYTb OKUCIIEHUS MMIOKO3bl B TKAHAX. bronornyeckas porne.

lMeHTO30hboCcaTHbIN NYyTb OKUCMEHWS ITOKO3bl B TKAHAX 1 €ro bruonormyeckas porsb.

Pacnag v cuHTes rmmnkoreHa B neveHun. [MUKOreHonm3 B MblLULax.

Pacnag v cuHTes rmmnkoreHa B neveHun. [MmnkoreHonu3 B MblwiLax. Perynsaums STux npoueccos.

CwnHTe3 1 pacnag rnvkoreHa, ropMoHanbHas perynsaums 3Tux npoLeccos.

MexaHn3Mbl perynsauum copepkaHus rmoko3bl B KPOBU. SABNEHUS rvno- 1 runeprinvkemun. CaxapHbii anaber.
[narHocTnyeckoe 3Ha4yeHne caxapHbiX KPUBbIX.

Perynauus yrnesogHoro obmeHa. HapylieHnsa yrneBogHoro oomeHa.

O6wwme nyTn obmeHa BeLwecTB B opraHname. AHabonnam n katabonmam - OCHOBHbIE NpoLecchl MmeTabonuama.
Bo3amoXxHbIe NyTy NpeBpaLLeHNs NMpyBaTa B KNeTkax.

BoamoxHble nyTu npeBpalleHns auetun-KoA B kneTkax.

lMpeBpalleHns rmuueprHa. PaccumtaTb aHepreTuyeckuin apekT nonHoro adapobHOro OKUCNEHNA OgHON MOMEKYbl
rnulieniitda



CTpyKTYypa TeMbI

1. YrneBogbl C TOYKM 3PEHNA XUMUN: CTPYKTYpa, Knaccndpukauma. OyHKLMN yrieBoaos
- MoHocaxapuabl
— Hvcaxapugpbl
- Monncaxapwuabl

2. ATO® v nonyyeHne aHepruum:

- Cyb6cTpaTtHoe hocdopunmpoBaHue
- OkucnntensHoe pochopunnposaHme
3. OKMCNNTENbHO-BOCCTAHOBUTESbHbLIE peakuum B GBUOXUMnm
- KothepmeHThI
— depMeHThI
- M3meHeHnsa B Monekynax, kotopble nponcxogat npu OBP
4. [Munkonms
— Y4yacTHUKM
— Ob6paTuMble n HeobpaTUMble peakuum
- OBP u peakuum cybcTpaTtHOro docgopunupoBaHns, Makpodprmyeckme coegmHeHns B rnmkonnse
5. [toKOHeoreHes
- YyacTHUKK
— OTnuyme n cxogcTBO C MMNKON30M
6. OkucnutenbHoe aekapbokcunmnposaHme nupyesata. OcobeHHOCTU dhepMeHTa 1 ero
KOOEepPMEHTbI
7 LITK. YuyacTHukn, OBP
8. [bixaTtenbHas uenb 0 okucnnTenbHoe goocdopunmpoBaHme
9 [MunkoreH: cuHTes, pacnag. PepMeHTbI.
10. [MeHTO30h0oCHaTHLIN NYTb
— Cragumn
— HapyLLEeHMs

11. Perynaums metabonvama yrneesoaoB. Perynsaums ypoBHS MMHOKO3bl B KPOBU: UHCYIIUH,
[MtoKaroH, agpeHanuH



YIMEBOAObI: XMMUA U
PYHKLUUN



[To XUMHn4YeCKOU CTPYKType:

MHoroaTtomMHble CANPTLI, coaepXallune anbaerMgHyto (anb4osbl, anbgocaxapa)
NN KETorpynny (Ketosbl, KeTocaxapa)

yFJ'IeBO,EI,bI TaKXe JendartcAd Ha rpyrnbl B 3aBUCUMOCTU OT KOJIn4eCTBa aTOMOB
yrnepoga:

- Tpnossl (3C)

— TeTpo3bl (4C)

- nenTo3bl (5C)

- rekcosbl (6C), n 1.4.
C apyrom CToOpoHbl, MOMEKYrbl YrIeBO40B MOryT 06beauHATLCA APYr C APYroMm,
06pa3ys=| eule Oonee crno)xHble MOJeKyIibl. |_|03TOMy €eCTb ellie O4uH rnapamMmeTp, no
KOTOPOMY KrnaccuduumpyroT yrieBoabi:

— MoHocaxapuabl — He rmaponuayoTcs (pacnagatotcs) ¢ obpasoBaHMeM Boree NPOCTbIX
yrneBooB)

- ancaxapuabl — rmaponmayoTcs ¢ obpasoBaHneM AByX 6onee NpPocThbIX YrneBoaoB
— nonucaxapuabl — rmaponunayoTcs ¢ obpasoBaHMem 6OMbLLONO KonndecTsa bonee
NPOCTbIX YINEeBOAOB

4. dopma Monekyrnbl: TIMHENHAA U uuknmnveckas. JinHenHaa monekyna yrnesoaa
MOXXET 3aMblKaTbCSl B KOMNbLO, MPU 3TOM anbaerngHas unu ketorpynna oyayr
pearMpoBaTtb C O4HOW U3 MTMOPOKCUIIbHbIX rpynn. B 3aBMCUMOCTN OT TOrO, CKOMbKO
aTOMOB BXOOAT B KONbLO (Yalle Bcero 5 unu 6), Takne oopmbl Ha3blBatoT:

— [MupaHo3Has (6 atomoB B KonbLe: 1 atom O n 5 atomos C)

— O®ypaHosHas (5 atomoB B konbLue: 1 atom O n 4 atoma C)

* Takmm 06pa30M, Kakablin yrneso MOXHO OXapaKkTepu3oBaTb NO 4 napaMeTpam



lNMpumep: pa3Hblie cNOCOObLI OXapaKTepu3oBaTb MMHOKO3Y (C TOUYKHK
3pEeHNsA ee XMMNYECKOU CTPYKTYPbl)

1.
®) 2.
||
*C—H
|
H—C—0H
|
HO—T—H
| 3.
H —(|3—OH 4.
H—C —OH
|
CH,OH
I nroko3a B I'nokosa B 3
LIUKIINYECKO

NUHeNHOU popme
epopme (NnpaHo3a)

Anbao3sa

[ekco3sa
Ecnn o6beanHuTb 1-
N W 2-N NPU3HAKK B
O[HO Ha3BaHue —
NOSy4YnMm, 4YTO
[MOKO3a — 3TO
anbAaoreKkcosa

MoHocaxapug

EcTb uuknmnyeckas
doopma — nnpaHo3a
AHaNOrM4yHO MOXHO
oxapaktepusoBaTb
OCTanbHblE
MOHOCaxapuaibl

ATtombl C, KOTOpbIE
COEeQUHSITCA Yepes
Kncrnopoa B
LMKNM4Yeckon goopme



HAWUBOJIEE BAXHbIE
YIrMeBoOA4bl



BaxHble MOHOCaxapuabl: pudo3a,
Ae30Kcnpnbosa

* Pnbosa, npesokcnpunbosa:
HoéH2 BXOAQMWT B COCTaB
O OH HYKeo3ngos,

4 1 HYKNeoTuaos,

H\H H/H HYKNENHOBbLIX KNCIOT
(AHK, PHK) n
OH H KodpepmeHToB (HA/L,
HAL®, AL, KoA,
KobarnamuH)

Ae30Kkcupubosa

STO Npumep
(PYPAHO3HOU (POPMbI
yrnesonoB



BaXXHble MOHOCaxapuabi:

rNMOKO3ad

[ NoKo3a:

* OCHOBHOW NCTOYHUK
aHeprnm

* NpeaLecTBEHHNK BCEX
OPYrnx yrnesoaoB

* BXOOMWT B COCTaB
rMUKONPOTEMNHOB




BaXHble MOHOCaxapuabl:

dpykKTO3a
6 | ®pyKTO3a
HOCH, " HOCH, * UCTOYHUK SHEPrnn
i , * MOXET NpeBpallaTbCcd B



BaXHble MOHOCaxapuabl:

raJiadkto3a
[[anaktos3a
HOCH,

5 * VICTOYHMK 3HEPIum
>+ % * BXOAWT B COCTaB
\ou HZoH NaKTO3bl — MOSTIOYHOTO

caxapa
H o e BXOOMWT B COCTaB

MKOMNPOTENHOB



BaXHble MOHOCaxapuabl:

MAHHO3a
MaHHO3a
— * BXOOAUT B COCTaB
0 MWKOMPOTENHOB
H/H H

OH\OH HO/OH



BaXXHble MOHOCaxapuabi:

KCUJO3a

Kcunosa

* BXOOMUT B COCTaB
O MUKONPOTENHOB
OH (renapaHcynbdar,

OH OH XOHAPOUTUHCYNbJAT)
OH




BaXxHble agncaxapuabi:

MaJibT03ad

ManbsTto3a
* ITHOKO3a + MKKOo3a

HOGH, HOGH, « 0DOpasyeTcaB
pe3ynbraTe

pacLlenneHuns

Kpaxmarsa B KULLIEYHNKE

* MOpPONn3yeTcs
depMeHTOM ManbTa3on
TOJbKO B KULLIEYHUKE




BaXxHble agncaxapuabi:

JIaKTO34d

JTakTOo3a (MONO4HbIV caxap)
* ranakrosa + [MnKo3a
HOGH, HOGH, * COOEPXUTCH B MOJNOKEe

JU % Wk %+ rugponuayetcs
depMeHTOM fNaKkTa3on
TOSbKO B KULLIEYHUKE

* HeAJOCTaTO4HOCTb
J1aKTadbl BbI3bIBAET
HEMNEPEHOCUMOCTb
JTaKTO3bl




BaXxHble agncaxapuabi:

caxapoia

caxaposa
* [TIIOKO3a + PPYKTO3a

HOGH, HOCH, * COOEPNKUTCA B
pacTeHnax
* rMgponuna3yeTcd

depMeHTOM caxapasou
TOSbKO B KULLIEYHUKE




BaXxHble nonucaxapuabil:
rMUKOoreH U Kpaxman

[ MMKOoreH (Kpaxman y pacTeHun)

KaxAabIv KpyXOK - monekyna
FFOKO3bI

COCTOUT 13 ITTHOKO3bl

OCHOBHas 3anacHasa goopma
yrrneBsodoB

3anacaeTcsd B NeYeHn N MbillLax
(HanbornbLuee cogepxaHue)

[MKOreH nevYeHn pacnagaeTcs ¢
obpa3oBaHWEM rMHOKO3bI, KOTOpas
3aTeM UAET B KPOBb (PYHKLNS —
nogaepXaHne ypoBHS rMOKO3bl B
KpPOBMW)

MWKOreH MblLUL, pacrnagaeTcs C
obpasoBaHMEM IMOKO3bI, KOTOPas
Mcnosb3yeTcd cCaMmmMm MbliLaMmun ans
paboThl

Pa3BETBIIEHHbLIN, COOAEPXUT 2 TUNa
cBA3eu: 1-4 (Ha NMMHEeNHbIX yYacTkax) u
1-6 (B TO4Kax BETBIMEHUSA)
MWKO3MaHbIe CBA3U



[lepeBapuBaHue yrnesoOoB

« Caxapasa, Manbsrasa 1 nakrasa — epmMeHTbl
Kriacca rugponas, KoTopble paclennstoT
COOTBETCTBYHOLLME Ancaxapuibl 00
MOHocaxapunaoB. CogepKaTcsl TOfIbKO B TOHKOM
KMwe4vHuke. [oaTomMy pacuienneHme gucaxapnaons
[0 MOHOCaxapuaoB NPOUCXOANT TONMbKO B TOHKOM
KNLLIEYHUKE

 AMmnasa — pepMeHT, pacllennsarLwmnmn Kpaxman v
[MKOreH npu nepeeBapmBaHnn B KULLEYHUKE

 AMunasa ecTtb U B CIOHE, HO OHa paboTaeTt
Hedornro, Tak Kak nuuia obICTpo NnonagaeT B
XXenygok, n amunasa MHakTUBUPYETCS



AT® N SHEPI'UA



AT®: NICTOYHUK IHeprun ans
OMoOXMMUYeCcKnx npoLeccoB

NH,
O O O

N \N
|
[y B ot )
O—8&—O 55— O —@&— OCH, N N

| | | s O
g & g & O H H
H H

OH OH

* [lo xummnyeckon ctpyktype AT aBngeTca HykneoTuaom:
afeHWH (a30TUCToe OCHOBaHMe) + pubo3sa (yrnesoa) + Tpu docarta
 Korga Tpebyetcs ncnonb3oBatb aHepruto, ot AT MoxXeT oTWENNATLCS
oauH (y) nnn gea (y v B) KoHueBbIX dbocdaTta
* B pesynsrarte obpasyetca AP (ageHosnHandocdar) nnn AMP
(aoeHo3nHMoHodocdar)



Pacnag v cuHte3s ATO

Pacnaa AT® (pacxop 3Heprum) npu
MbILIEYHOW paboTe, CUHTe3e CNOXHBIX
BeleCTB U3 NPOCTLIX, TpaHCNopTe
BelleCTB Yepe3 memMbpaHbI

AT® A0P

CuHTe3 AT® (nonyyeHwe aHeprum):
pocpopunuposaHue AP -
npucoeauHeHue pocpara k A1®

« Pacnag AT® B npoueccax,
TpebyloLwmnx 3aTpaTbl AHEPINU

npegcrasnseT cobon oTwenneHme
docoata ot ATD, unu rmgponuna

[MponcxoanT Npu MbleYHon paboTe,
CUHTE3€ CITOXHbIX BELLLECTB U3
NPOCTbIX, TPAHCMOPTE BELLECTB
yepe3 MemopaHbl

*  CuHTes AT (nonyveHue aHeprum)

[MpeactaBnsieT cobomn
dochopunuposanne AP, To ecTb
npucoeanHeHne ogHoro doocdara

[MponcxoanT npu pacnane CnoXxHbix
BeLecTB A0 bonee NpocThIX B
pesynbraTte OKUCIEHUS

B koHe4YHOM uTore, UMeHHO
OKUCJIEHME OPraHNYeCKNX BELLLECTB
SABNSIETCS NPOLLECCOM, KOTOPbIN
nossondeT cuHTeanposaTb ATP

B TO e BpeMs1, YNCTO C TEXHNYECKOU
TOYKM 3peHUs, Nobon npouecc
Nofy4YeHUa 3aHePrnn JOSmMKeH
npuBecTn K ocdopunmpoBaHmio
AT®, To ecTb OKUCNEHNE U
docdhopunupoBaHme OOMKHbI ObiThb
COMpPSXKEHDI



CyuwecTByeT Bcero 2 cnocoba cuHte3a ATO (t.e.
docchopunuposaHna AD)

1. CybcTpaTHOE
¢docchopunmupoBaHue*

CHavana obpasyeTcs opraHnyeckas
MorieKyna, cogepxawian dpocdaTtHyro
rpynny, KOTOpyt MOXHO Nerko nepeHecTm
Ha ALl® c obpa3oBaHnem ATO
(dbocdopununpoBaHue)

Takoe NpoMeXyTo4YHOE coeaANHEHNE
Ha3blBaeTCA MaKpo3pruyeckoe, nnm
COeINHEHME C BbICOKMM MOTEHLINANOM
nepeHoca ocdarHoum rpynnbl

Makpoapruyeckue BellecTBa:
— Bce HykneotugTpudocdatbl (HTO n gHTO)
— 1,3-6ucdocgornuuepar (1,3-bPI)
— docoeHonnupysat (PEIM)
— KpeatuHdocdat (bocokpeaTuH)
—  cykuuHun-KoA
— auetun-KoA

BcTpevaeTcs B HECKOSNTbKUX

MeTabonmM34yecknx npoueccax: B IMnKoJinae,

LITK, rmnukoreHonunse
He TnebveT O  ObICTDbLIN NMDOLIECC. AaeT

2. OkucnurtenbHoe
dochopunupoBaHue*

» [lpncoegmHeHne HeOpPraHN4YecKoro
c¢doccata Kk AP c obpazosaHnem ATO

» Bcerga npoucxogut B MUTOXOHAPUAX —
TONbLKO oaAuH hepmeHT (ATOcuHTaza)
cnocobeH KaTtanmanpoBaTtb
okMcnuTenoHoe pocdopunmpoBaHmne

 Tpebyet 0, MeAneHHbIU NpoLecc,
OaeT MHOIro 3Heprum (OCHOBHOW
cnocob nNonyyYeHns IHeprmmn KneTkamm)

* ecnm coBceM TOYHO, TO «cybcTpaTHoe
docdhopunmnpoBaHme AODP» N «OKUCNUTENBHOE
docdhopunuposaHme ADP» Ho «AOP» Bceraa
NPONYyCKatoT, Kak camo cobom pasymMmetoLleecs, Tak Kak B
99% cry4yaeB peydb naet nmeHHo 06 AP



OKUCITUTEJIbHO-
BOCCTAHOBUTEJIbHbIE
PEAKLUWU (OBP)



O6wan cxema OBP: BoccTaHOBNEHHbIN CyOCcTpaT oTAaeT
3NEeKTPOHbI OKUCNEHHOMY OKUCITUTENIO

OKUCNEeHHbIN BoccTtaHoBNEHHbIU

oKkucnuTenb oKkucnuTenb

(kopepmeHT) (koepmeHT)
BoccTtaHoBNEHHbIN OKUCNeHHbIU
cybcTpat NpOAYKT

» Peakuus MOXeT ObITb 06paTmMon
* Peakuusa katanusunpyetcs epMeHTOM
* B 3aBMCMMOCTHN OT TUNa ocobeHHOCTEN peaKkunn, epMeHTbl MOryT
Ha3bIBaATbCS:
— okcuaassl
— perngporeHasbl
— rMapoKcunasbl
— peaykrasbl
— OKCUreHassbl
— UMTOXPOMBI



OBP (okucnurenbHo-
BOCCTaHOBUTESIbHbIE peaKunn B

onoxmmumn)

* B KayecTBe 04HOIo U3 Y4aCTHUKOB peaKkumu
4acTO BbICTYNaeT KoPepMeHT, NPUHUMAIOLLUA
NN OTAOALWNN SNEKTPOHDI

* PacnpocTtpaHeHHble KObepMeHThLI (OKUCneHHas /
BOCCTaHOBNEeHHas POpPMbI)
- HAQ+/HAOH
- HAOO+/HAOPH
— OAL/PALH2
— OMH/PMHH2
— H4-bl'l (teTtparngpoduonetpuH) / H2-bl'l
— MeTallJlibl



[Tpumepbl OBP

CamMbIU
BOCCTAHOBIEHHbIU

1 Y
_ﬁ:_?_ ——> —C=C—
H H
‘ CambIM
OKUCIIeHHbIN
OH 0 9 I
—~¢— +— —C-H —C— <+—— ~—C-OH
|
OKUucJieHune BOCCTaAHOBJ1eHUe

| > < |




KoHKpeTHbIN npumep (13 LI TK)

COO
H—C—H
H—C—H

GO0

CYKUUHat

H COO
FAD jA/[/)sz \C/
. |
C
-
O OC H
pymapat

CyKumHat okmncnsaetcsa 4o oymapaTa
®Al BocctaHaBnuBaetca o PAH?2

B aTOM npumepe cyKumHaT — BOCCTaHOBIEHHbIN cybeTpat. OH npespallaeTcs
B chymapart, KoTopblI sBNsSieTcA bonee BOCCTAHOBIEHHbLIM (CM. NpeablayLuni

cnana)

OkuncrnieHHaa popma kodpepmeHTa AL BbICTynaeT okucnutenem, 3abmnpad
anekTpoHbl n Hy cykumHarta. PA1H2 — 3To BOCCTaHOBEHHas doopma

KopepMmeHTa

B apyrnx peakumna ®AL1H2 Bynet yqacTBoBaTh YXXe Kak BOCCTaHOBUTESb. B
HUX OH OyaeT cnocobeH oTaaTh ANEeKTPOHbI Donee CUrNbHbIM OKUCTTUTENAM



MMAUKOJINS



e Cxema:
HAOH

rmOKo3a -——» ... —> NMUPYBAT

Xy

AT®

* QyHKUMK
— QHepreTnyeckad

— NPOMEXYTOYHbIE MeTaboNUTbLI FMUKONMMN3a
MCMONb3YyHTCSA B CUHTE3E aMUHOKUCIIOT U
nnmaooBs

* BHyTpUMKneToyHas nokanmsauus: ULMTO30Sb
 TkKaHeBasd nokanualauus: Bce TKaHu



H
Fmiokosa

AT 1
Fexcoxunasa
Al
(Fr-o—¢ch,
H H H
H

nioko3so-6-chocchar

HJouepaaaI 2
(P)=0~CHz . CHp—OH

HO/oH
H
Dpykro30-6-chocar

AT®
®ocpopyxmo- 3
KuKasa
Al
(P)=0—CHp . CHp—0—(F)
HO/OH

H
®pyxrozo-1,6-chocar

Ansdonasza
A !
H

‘f" eHz—0—()
H—OH ¢=0
Hy—0—(P) éuz—ou

Mmuuepansaerna-  [Auoxcwauen
cpoccpar ar

Tpuosogocpamusomepasi

5

H

0

(I:H—OH

CHy—0—(®)
Fnuwuepansaernadgocdar
Py HAL
Muyepansdezud-
ocam HALH
eaudpozenasa
P
=
CH—OH
éHz-O-@

1,3-andochornuuepar

AL
@®ocgoanuyepam-
Kunaiza AT®

/O'
=
EH—OH
Hg-0-@®

3-pocpornuuepar

®ocoanuyepam-
Mymasa

2-pochpornuuepar

Enonaiza
H20

g0~
c—o0~(®)
gHz

DoccoeHonnupysar

Afdo
NMupyeamkunasa
AT®

L
éH 3

MNupysar

HALH
Nakxmamdezudpozenasa
HAL

?OO’
?H—OH
CH3

MonouHan kucnora

10

1

1-10 peaKkuuto MOryT KaTanmanpoBaTtb 2 pepMeHTa,
B 3aBMCUMOCTM OT TKaHU: reKCOKNHa3a (Bce TKaHW)
UK rMIOKOKNHA3a (TONMbKO NeYveHb)

11-9 peakumsa nponcxoauT, korga HeT O2
(aHa3poOHbIV rnrMkonna). HyxxHa ans okMcneHns
HAOH v obpasoBanus HAL+, koTopbIn
NCMOSIb3YEeTCH B 6-1 peakumu.

Ecnu O2 ecTtb, TO okucrnenne HAJH npomncxoanTt B
OblXaTenbHOW Lenn B MUTOXOHOPUAX

HeobpaTtnmble peakumm (OHU e perynsaTopHble =
KIno4YeBbl€ = CKOPOCTb-NMMMUTUPYOLLNE =
annocTepuyeckmne) KatanmsnpyrotTcs dpepMmeHTamm:

— 1 -reKkcokuHasa/rmKoknHasa

— 3 —dochodpyKTOoKMHaA3a

— 10 - nupyBaTKMHa3a

B npouecce rnukonmnsa n3 obpasyrotca asa
MaKpO3prn4eckmnx BeLLLeCcTBa, KOTopble
ncnosnb3yrTesa ansa pocdopunuposanHmna ALP:

- 1,3-bdI (1,3-6ucdocdornmuepar)

—  O®EI (dpocgoeHonnupysar)
Peakunu, B kOTOpbIX docaT C 3TUX BELLECTB
nepeHocutcsa Ha AP, aBnaATCA peakumsamm
cybcTpaTtHoro pocopunupoBaHus (7-a n 10-5)
B 4-n peakuun (anbgonasHas) u3 6-yrnepoaHoro
coegnHeHust (pp-1,6-6ucd) obpasyrotca aea 3-
yrrnepoaHbix coeanHenusa (FTA® n JAD). B 5-u
peakumn JAD npespawaetca B FAD. [loaTomy B
crneayoLLyto, 6-10 peakuuto, BCTynaeT 2 MOSIEKY bI
FAD (XxoTs peakuum pacnmcblBaroTCA TOSMbKO Ans
OLHOM, NOTOMY YTO OHU OANHAKOBbLIE)

B xone rnnkonusa obpasytotca 4 monekynbl ATO,
HO 2 TpatAaTcA B 1-1 U 3-11 peakumax. [loaTtomy
YNCTbIN BbIXO rMnKonnaa — 2 monekyrol ATO



MmMukonuTuyeckaa okcuaopeayKkuus, UM novyeMy ectb a3poObHbIN U aHA3POOHbLIN

NMuKoJsin3
Cxema UCnosnb3osaHUsa HA,E[*' U BOCNOJIHEHUA ero 3anacos
npYU aHA3pO6HOM rIUKoNU3e: . 6-9 peakumns OKUCNNTENbHO-BOCCTAHOBUTESNbHAS
—  @epmeHT: mMuuepansgernadocdargerngporeHasa
Fmioko3a —  KodepmeHT: HAl (13 BUT. PP)

. B aTon peakuuu anbgerng (rnuuepansaerng-3-docdar)
npespaLLaerca B Kucnoty (1,3-6ucgocdornmuepnHoBas

v Kucriora)

. B kauecTBe okucnutens ncnonbsyetcs kocoepmeHt HAO+,
KoTopbIn BoccTaHaBnmeaetca go HAH

Fmwuyepansaerng-
tbocchar

6 - HAL - . . Taknum ob6pa3om, HeOOXOAMMbIM YCIOBMEM AN NPOTEKaHMWS
[ rmmkonusa sisndetcs ewe u Hanndne HA+ B untozone. Mo
FA®-deaudpoaenasa \ Mepe TOro, Kak KrneTka UCMNonb3yeT rMKo3y, B LUTo30me
S~ HALH - 4 CHwxaeTca n konmyectso HA+
1.3-audocdornuuepar . Moatomy rmukonua octaHosutcs, ecnu HALH He 6yget
' ' HAL obpaTtHo npesBpawaTtecs B HA+
' A
. HALOQH ]
v % /”’, 11
Mupysar « - » Monoynas kucnora

Nakmamdezudpozenasa

« [1ns aTOrO NpeBpaLLeHns eCTb ABa cnocoba, KoTopble paboTatoT B 3aBUCUMOCTU OT HanM4YMs Unu oTCyTCTBUS KMcropoaa

1. Ecnn O2 ecTb, TO okmcnenne HAJH nponcxoanT B AbiXxaTeNbHOM LENU B MUTOXOHAPUAX. B 3TOM cnydae rmukonua
3aKaH4YMBAETCS MMPYBATOM U Ha3bIBAETCS a3POOHbIM
2. Ecnn O2 Her, 10O B Mu1Konuae nosiBNAeTcsl 4ONONHUTeNbHas 11-a peakuus. B Helt nnpyeBaT npeBpallaeTcs B flakTaT, a B

kayecTBe kodpepmeHTa ncnonbdyetcs HAH, kotopbin npespawaetca B HAL+. Takum o6pasom, B 3TOM Criyyae rimkonma
3aKaH4YMBaETCA NakTaToM (MOIOYHAsA KNCNOTa) U Ha3biBaeTCs aHa3POOHbIM
* Korpa B kneTke co3paroTcs aHasapoOHble ycrnoBus:
* B Hayane MbiweyHon paboThbl, Korga MblllLa eLle Noxo cHabXaeTcs KPoBbIO (CneaoBaTenbHO, kucrnopogom). Hanpumep,
aHadpOobHbIe Harpy3kmM — CNPUHT UK NOAHATUE TAXeCTen
* [lpun nwemmnn, Korga cocyn, NUTAKLLNA OpraH, 3aKynopueaeTcs TPOMOOM UITM aTEPOCKNEPOTUYECKON BNALLIKON
* Korpa B kneTke co3paroTcs adpoOHble yCroBus:
+ [OnutenbHo paboTatowwas meiwya. Hanpumep, aspobHble Harpy3kun — 6er Ha AfIMHHbIE ANCTaHLMK



MIOKOHEOINEHES3



[ TIIOKOHEOreHEe3 - CUHTES MHOKO3bl U3
HeyrneBoaHbIX NPeALlEeCTBEHHMKOB («CybCcTpaToB
rMIOKOHeoreHe3a)

Cxema:
ITupysar, nakrar

AMUHOKUCNOTLI (ANAHUH,

rnyTamar, acnapTaT v ap.) ——> —> T[J1HOKO3a
"nuuepuH

Okcanoauetar

OyHKUNN:
— nogaepxaHme KOHUeHTpaunn rioKo3bl B KPOBU B
nepepbiBax mMexagy npunemMamum nnun 1 rnpm ronogaHnm

— MoJly4YeHue rmKo3bl ANd garibHeULWero cMHTesa ns3
Hee OpYyrux yrneBoaoB (PPYKTO3bl, ranakTosbl)

BHyTpVIKJ'IeTO‘-IHaFI NnoKarnn3aund: ynmTto30J51b 1
MUTOXOHAOPWUN KINETOK NevYeHn

TkaHeBaga nokannasauusa: TONMbKo B NEYEHU



iokosa
AT¢% } H3PO,4 .
l'moxoao 6 -thocgar

CDpyKToao 6-¢oc¢aT
AT® { >ﬁ HsPO,
]

®pykT030-1,6- 6uchocq)

4
uu ruapokcuaveToHgocgar

|| 7

Muuepansaeruadocdar
~——» H3PO,
6 NAD+

NADH + H*
1,3- Sucq)ocq)ornuuepaT

ATQ‘Q ATCD

3-®ocdornuuepar

e]

2-®octornuuepat
o]
®dochoeHonnupysat

rnd
ALl 12 >%”¢
10 Co.

AT® s Okcanoauerar
ALo
1} 11 ATO

4——CO
Mupysat &

Ha cxeme nokasaHa nocnegnoBaTenbHOCTb MMUKOM3a
(cBepxy BHU3) U MMOKOHeOoreHes3a (CH1U3y BBEPX)

Ha cxewme:

— Peakuumn 1 - 10: rm1konus (COOTBETCTBYIOLME (PEPMEHTHI
CM. Ha cnamnge npo rrmkonuns)

— Peakuun 11, 12,9 -4, 13 2, 14: rNIOKOHEOreHes

MeTabonuTbl. [pu rniokoHeoreHe3e obpasyoTcs Bce
TE XX€ camMble MeTabonuTbl, YTO U NPU FMNKONKU3e (T.€.
BCE MeTabonunTbl rM1Konm3a y4acTByoT B
[MIOKOHeoreHese), TONbKO B 00paTHOM rnopsake,
Ha4nHas ¢ nupysaTta. HoBbI MeTaboNnT, KOTOPOro HET
B IMUKOSIN3e - OKcarnoaueTar

PepMeHTbI. YYacTBYIOT BCe DepPMEHTbI MUKONN3a,
KOTOpble KaTannanpytT obpaTtnmele peakumn. Kpome
HUX eCTb YeTblpe ONONHUTENbHLIX pepMeHTa, ANns
KaTanuaa Tex peakuum, KOTopble B IMUKONn3e
HeobpaTuUMbI:

— nupyBaTkapbokcmnasa (OMOTWH B KavyecTBe
kodpepmeHTa) n PENMkapbokcukMHa3a BMECTO
nMpyBaTKMHa3bl (TO eCTb ANA NpeBpaLleHus nupysaTa B
®EI HyXXHbI BE peakumn, a He ogHa)

—  bpyKTO30-1,6-6MCdhocaTaza BMeCTO
doochoppyKTOKMHA3SDI
—  [JIIOKO30-6-pocdhratasa BMeCTO
FEKCOKMHa3bl/IMIOKOKMHA3bI
KodepmeHThlI:
— HAL (3 BuT. PP) — B peakunn 6 (hbepMeHT
rmuuepanegernggocdargerngporeHasa)
— bwotuH (BuT. H) — B peakuuu 11, depmeHT
nupysaTkapbokcunasa
3aTtpaTtbl aHepruun: 4 monekynol ATO (B peakumn 12
Tpatutca [T, yto akBmBaneHTHo AT®)

[nsi cnHTEe3a rnoKo3bl HYXXHO 2 MONEKYNbI NMpyBaTa,
TaK Kak B peakuuu 4 (anbgonasa) Hy>KHO COeaMHNTb
NAD n FTAD, yToObI NoNyvYmnnack PpPyKkTo30-1,6-



OKUCIIUTEJNIbHOE
OEKAPBOKCUITMPOBAHUE
[MTMPYBATA



OL O
—>C S—CoA
I AG*®" = -33.5kJ/mol |
2(I]:O > 2(I3=0
;CH; co ;CH3
nupyear | COENZYME A gSH 1 AueTun-KoA
o P \
DyHKUMN:
— 3HepreTunyeckas

— CBA3b Mexay rmukonmnsom n LUTK

BHyTpUKneTo4Haa nokanmsauua:
MUTOXOHOPUN

TKkaHeBada nokanm3aumns: Bce TKaHU, B KOTOPbIX
€CTb MUTOXOHOPUU



B pesynerarte peakuum OoT nupyBaTta OTLLENNAeTCH
KapbokcunbHas rpynna, kotopas yxogut B oopme CO2.
OcraBLumeca nBa aToma yrrepoga (auerar, T.e. yKCcycHas
KMncnora) npucoeanHATes K kodpepmeHTty A. B pesynsrate
nonydaetca auetnn-KoA

depMeHT: nupyBaTaerngporeHasHbIv KOMMNiekc

CocTouT n3 3 hpepMeHTOB N BKNOYAET B ceds 5
KOpEePMEHTOB:
— TrhNd(TmammnHnupodpocdat), n3 ButammHa Bl (TnamumH)
— JlnnoeBas kncnora
— KoA (kodepmeHT A), N3 ButammnHa B3 (naHTOTEHOBas KMUCIOTa)
— OAL (brnaBuHageHNHOVMHYKNEOTA), N3 BUTaMnHa B2
(pnbodonaBunH)
— HAL (HnKotuHammngageHuHOuHykneotma), us sutamuHa PP
(HNKOTMHOBAs KUCNOTA)
[na paboTbl depMeHTHOro KomMnrekca Heobxoanumbl Bce
kKodpepMeHTbl. be3 ntoboro n3 HMX paboTta ocTaHaBNMMBAETCS

B yacTHoOCTU, He4OCTAaTOYHOCTb TUAaMUHa (NPU ankoronmn3me)
NPMBOLAUT K TOMY, YTO NMUPYBaT HE NpeBpaLLaeTCcs B aLueTusl-
KoA. CnegoBaTenbHO, CTAHOBUTCA HEBO3MOXXHbIM
OanbHenwee nonyyYeHne aHeprmm U3 nupysarta (B KOHEYHOM
cUeTe, U3 IMKO3bl, TaK KaKk OCHOBHbLIM UCTOYHMKOM NMupyBaTa
ABMAETCS rm0|<o3a) _KrieTka nepexoamT Ha Apyrie NCTOYHUKM

o f{f 0 o [ o



LIMKIT1 KPEBCA (LK
TPUKAPBOHOBbIX KUCJIOT)



e Cxema:
Auetun-KoA

\—»NADH — 3 AT®

2 AT® ¢&—= FADH, <] Cs

P, | /~+ NADH —) 3 AT®
. Cs L Co

1 AT®

3AT® ¢ NADH-~

* OyHKUMMK:
— OHepreTnyeckasd

— CBs3b MeTabonnama aMMHOKUCIOT, YINeBOaA0B U
nunuaos

° BHyTpVIKJ'IeTOLIHaFI JToKalin3auund: MmaTpuKc
MUTOXOHAOPUU

« TkaHeBas Niokanusaums: BCe KNeTku, B
KOTOPbIX €CTb MUTOXOHAPUM



Metabonutbl u hepmeHTbl LUTK

CHz COoO”
HC coo MSO“HTpaT Coz

AxkoHuTasa

HC fololo} Rotunporenasa o= KeTOrﬂyTapaT
/. CHz coor
2 MaoumpaT Hz
CH,—COO" o8

C COO

a-Kerornyrapar-
AervaporeHasa

co?

|
HO- (IJ -COO
CH,~COO"
Uurpat

CoA-SH

3(NADH+H") CH,

MTpar-
Lrp 1 1 FADH; I

CHUHTaza

O 0
il H,0O
CH3-C~S-CoA o Cykumunn-CoA
N\
C-coor rao + Pi
CH2—~COO"
Okcanoauerar CyKuMHaTTUOKMHAa3a
NAD*
H
Manar- o MO H. coo g FAD CH,~COO —
&
Aerupporexasa HC COO CHz COO CoA—SH
H2C COO CyKumHat

dymapasa / N\  CyKuuHaTaermgporeHasa
Manar 0oc H Yk Aervpp

pymapat

Peakuuu 1, 3 u 4 — perynsTopHble, OHU e SBNSTCS HeobpaTMbIMK
Bce ocTtanbHbie peakumm — obpatnmble

*  CykuuHaHgermgporeHasa ucnonb3yet AL B KadecTBe KOPEPMEHTA, T.€.
3TOT (bepMeHT - conasonpoTtenH. ALl npovHO cBs3aH ¢ PepMEHTOM

* Y1006l Nonyunts AT® n3 HAOH n ®AJH2 Hy>xHa paboTbl AblXxaTenbHON Lenu,

TO ecTb Heobxoaum O2

« B camom uunkne HenocpeacteeHHO AT® He obpasyeTcs. Tonbko 1 ['TH moxeT
ObITb NpeBpaLleH B 1 ATO 6e3 y4acTna abixaTesnibHOM Lenu

2 atoma C BXoOAaT B
LMKI B doopMe aueTurn-
KoA (peakuus 1)

2 atoma C nokngatot
uukn B popme CO2
(peakumun 3 n 4)

B3ameH o6pasytotcs 3
HAOH, 1 ®PAOQH2 n 1
Mo

Peakuns 4 no cmbicny
aHanorn4yHa
OKUCITUTENBHOMY
AekapboKcMnnpoBaHu
0 NupysBaTa. [Ins Hee
TpebyloTcs BCe Te ke
camble BUTaMUHbI U
KOGOEpPMEHTHI.
KeTtornyTtaparaerngpo
reHasa noxoxa no
CTPYKTYpe Ha
nupyBaTaernaporeHas

y

Peakuunsa 5
(npeBpaLleHmne
cykunHun-KoA B
CYKUMHAT) — peakuusa
cybcTpaTtHoro
doocopunnpoBaHus



ObIXATEJIbHAA LEINb U
OKUCIIUTEJNIbHOE
POCPOPUITUPOBAHUE



e Cxema:
HALH

dANH2 depmeHTbI 'paaveHT depmeHT
apIxatenbHon |[—>| MNPOTOHOB |—3>| AT®cuHTA3a

Luenu (ApH") m

AL® + & AT®

» QyHKUMA: SHepreTnyeckasa (oonbLuaga
yacTb AT® cnHTE3npyeTCca 3TUM NyTEM)

* BHyTpuKneTo4yHaa nokanmsauua:
MUTOXOHOPWUNA

« TkaHeBaga nokanusauus: Bce TKaHu, rae
eCTb MUTOXOHOPUN



O6bwan cxema cuHTe3a ATO (xemMmmocmMmoTu4veckas runoresa

MuTtuyenna)
BHelwHaa membpaHa MUTOXOHAPUU

H*
[bIxaTenbHas paavieHT
Henb fipoToHos AT®cuHTa3a
- o i ol i
|
|
I rP—
| e HAL[H
2AIH,

’ H"  matpuke  ATP +P;

BHYTpeHHAs meMbpaHa MUTOXOHAPUU

HbixaTtenbHagda uenb nosnydaet anekTpoHbl oT HAH n ®AIH2 (T.e. oHa okucnseT BOCCTaHOBMEHHbIE POPMbI ATUX
KodpepMeHTOB)

KoHeuYHbIM okucnmTenem B aTUX peakuusx sensgetca mosiekyna O2. [NonyyaeTtca Boga

OpgHoBpeMeHHO ¢ nepeHocoM anekTpoHoB oT HAH n ®AJH2 Ha O2 npouncxoanT nepeHoc npoToHoB (H+) yepes
BHYTPEHHIO MeMOpaHy MutoxoHapuun. Takum obpasom, H+ HakannuearoTcsa B MEXMeMOpaHHOM NPOCTPaHCTBE
MUTOXOHAPUU

HakonuBLumecsa NpoToHbl MoK 6kl NepenTn obpaTHO B MaTpUKC, HO 3TOMY MELLAET BHYTPEHHAS meMbpaHa
MUTOXOHAPUU

®epmeHT ATOcrHTa3a obpasyeT cneumanbHbli KaHan 49 NPOTOHOB, NO KOTOPOMY OHM MOTYT NPOWUTM 0BpaTHO B
MaTpuKc

OpHoBpeMeHHO ¢ nepexogom H+ B maTtpukc nponcxogut cnHtes ATO (okncnutenbHoe goocdopmnupoBaHmne

A Nd)



Llenb nepeHoca 3NeKTPOHOB U
ATdPcuHTa3a

Liutoxpom c Elect.ro-
M 6 . . . chemical .
exmembpaHHoe 4H 4H / 2H potential  NH
NPOCTPAHCTBO T T /
+ + '+
Ap
BHyTpeHHsas _
meMbpaHa { CoQ T rererf] T
MaTpUKC - T
+ 2H* H,O
Nfll?llj NAD KogpepmeHT Q + %0,
ADP | ATP
+ Pi
HAOH-pernaporeHasa LinToxpom-b-cl- L]M:roxpo/v\or(cmp'q3a AT®cuHTA3a

KOMMnJeKkc

(Komnnekc I)
(Komnnekc ITI)

(Komnnekc IV)

* B peanbHOCTM ObixaTenbHas Lenb COCTOUT U3 HECKOMbKMX OEenKkoB, KoTopble paboTatoT Apyr 3a
OPYroM 1 KaTanuaupyroT nocneaoBaTeribHble OKUCIUTENbHO-BOCCTAHOBUTENbHbBIE peakLuu,
OOHOBPEMEHHO C 3TUM NepekaynBasi NPOTOHbI U3 MaTpUKCa B MEXXMeMOpaHHOE NPOCTPaHCTBO

« Benkamu SBNAKOTCA BCe y4acTHUKK, KpoMe KodbepmeHTa Q (YOuxmHoH, Q10) — 3To nunug,

BUTaMMHoNogobHoe BeLecTBO



NMNoapoOHoe onucaHue padboTbl AbiXaTeribHOU Lenu

Komnnekc | okncnaetr HAJH v BocctaHaBnmBaeTcs (M BblKa4nMBa€ET NPOTOHbI U3
MaTpukca)

l

KodaepmeHT Q okucnsiet Komnnekc | n BoccTaHaBMMBaEeTCA

l

Komnnekc Il okncnsaet KodpoepmeHT Q 1 BoCcCTaHaBNMBaETCH (M BblkadmMBaeT
NPOTOHbI U3 MaTpuUKca)

!

Komnnekc IV okucnsietr Komnnekc Il n BoccTaHaBnMBaeTcs (M BblkaynBaeT
NMPOTOHbLI U3 MaTpuKca)

l

Kucnopog okucnsiet Komnnekc IV n BocctaHaBnuaeTcs (obpasoBaHune H20) (u
BblKayMBaeT NPOTOHbLI N3 MaTpUKca)

« Taknm obpasom, Kaxxabi N3 y4aCTHUKOB NnepeaaeT dNeKTPOH APYroMy, KOTOPbIN
CTOMT B LIENn NepeHoca aneKTPOHOB Mocsie Hero

* [locne nepegaymn anekTpoHa Kaxabl y4aCTHUK CHOBA rOTOB MPUHATL eLle
9J1IEKTPOHbI



MAKOIEH: CTPYKTYPA,
CUHTES3, PACINAA



Cxema: yTa

7,
"nroko30-6-& <—> T nroko30-1-& rMKOreH
PyHKUMNA:
— 3anacaHue 3Heprnn (CUHTE3 rmukoreHa)
— [lony4eHune aHeprnm n nogaepxaHme NOCTOAHHOM
KOHLUEHTpauuu rmoKosbl B KPOBU (pacnag rnmkoreHa)
BHyTpI/IKJ'IeTOLIHaFI JTOKaJIn3auund: ynTo30J1b

TkaHeBas nokanu3auus: Bce TKaHu, B
OCODOEHHOCTMU:

— Mbiwybl (M3 rnyukoreHa obpasyeTcs rnoKo30-6-
doocdar, KOTopbIN NAOET B MMNKOMN3 — UCMNOSb3YIOT
[MIMKOreH Kak NCTOYHUK SHEprum ans ceods)

— lNeyeHb (M3 rnukoreHa obpasyeTcs rnKo30-6-docdar,
a NoToM — IMKOo3a, KoTopasa UAET B KPOBb —
nogaepkaHme KoHLEeHTpaLummn rnoKo3bl B KPOBK)



| IMKOIeH: CTPYKTYypa U OCOOEHHOCTU CUHTE3a U

POPMa MOJSIEKYbI: y

pacnaga

Monekyna rMyKoreHa pa3BeTBlieHHas, MOSTOMY B €ro CTPYKType eCTb iBa
TMNa CBA3EN:

—  1-4 muKko3ngHble (TOYKN BETBNEHNS)

—  1-6 MUKO3MHbIE (NTIMHENHbIE Y4aCTKN)
Korga rnukoreH cMHTesnpyeTtcs, HeobxoaMmMmo MUHUMYM 2 (DEPMEHTA,
KoTopble ByayT KaTannanpoBaTb 06pa3oBaHne CBA3EN 3TUX ABYX TUMOB.
3TN bepMeHTbI:

— [nukoreHcunHTasa (1-4 cBa3n)

—  BetBAwwmmn pepMeHT (1-6 cBA3N)
AHanorn4Ho, npu pacnage rnvMkoreHa, Hy>Ho MUHUMYM 2 pepMeHTa,
KoTopble ByayT KaTannanpoBaTtb paspbiB CBA3EN 3TUX ABYX TUMOB

—  [nukoreHdgocdopunasa (1-4 cea3n)

—  [eBeTBAWwMit PepMeHT (1-6 CBA3M)

TToapobHas cTpykTypa HebonbLworo « PaspylieHune n poct

yyacTKa 3TON MOJIeKyJbI:

MOneKynbl Bceraa
NMPOUCXOANAT C ee

. cnon 2OH 2OH KOHLUOB, U HUKOraa C
3TUX KOHLUOB Cepe,l:l,I/IHbI
naet paspyleHue
U CUHTE3 i EJ'IaI'OLI,apH TOMY, 4YTO
rNIMKOreHa 1-4 KOHLOB Y MOJEKYIJ1bl
C|-|20|-| CHZOH OH CHZOH OH CHZOH OH 6\ CH,OH MHOTIO, POCT "
0, pas3pywieHue
4 0H nponcxoanT

Y
rnHOKO3a

8 OOHOBPEMEHHO CO
BCEX KOHL|OB.
CnepoBaTenbHO, 3TO
npouncxoanT ObICTPO



B npocTpaHcTBe MoneKyna rmukoreHa noxoxa Ha cpepy
(rpaHynbI rMMKoreHa)

BeTBu rnmkoreHa B rpanyiax
yroXxeHbl B 12 crnoes

Ha PNCYHKE CXEMAaTN4HO
MoKa3aHbl rpaHuLbl 4
BHYTPEHHUNX CITOEB

Korga pasmep monekynbl
[MMKOreHa MeHseTcH,
doakTUYeCKn N3MeHSAEeTCH
KONM4YeCTBO CIiI0eB
— Korga rmukoreH pacnagaetcs,
9TO O3HA4aeT, 4YTO

YMEHbLLIAETCH KONMYECTBO
CroeB B rpaHyne

— Korga rnukoreH
CUHTE3NPYETCA, 3TO O3HAYaET,
YTO yBEJIN4YNBAETCHAH
KOJINHECTBO CJ10€B B IrpaHy’sie

B TO Xe Bpem4, B opraHnsme
NOCTOSAHHO 06pPa3ylTCS HOBbIE
rpaHynbl rMyUKoreHa u
ncyesaroT cTapble, HO 3TU
npouecchbl Mbl HE
paccmMmaTtpmBaem



W e

JTanbl CUHTEe3a rNMuKoreHa

B kneTke Bceraa cyLLecTBYOT HeOornbLUMe
MOJEKYIbI IMNKOreHa, MMEeLL e HECKONMbKO
BETOYEK, KOTOPbIE MOXXHO YA MHATL (OTKYAa
6epyTcs oHW, Mbl He obcyxaaem). [oaTomMy Mbl HE
rOBOPUM O CUHTE3€ MOJIEKYIbl IMNKOreHa «C HyIns»,
a roBopum 06 yanuHeHnn CyLLIECTBYOLLNX
MOJTEKY

CuHTES3 MioKo30-1-pocdaTa

AKTUBaUuMA rmoko3bl (cHTE3 YOP-rnoKko3bl)
YOnnHeHue Mosnekynbl rmnukoreHa
BeTtBneHne Monekynbl rM1uKkoreHa



CuHTE3 rmnkoreHa
1. CuHTe3 rnoko3o-1-choccarta

®ocepat B 6-m NonoxeHuu

0 ¢ ®ocpar B 1-m nonoxeHuu
I HOCH
-o—T—o—cuz ‘ o \l,
i 0] H H
" n /| H H o
< OH H Il
OH H HO O0—P—0
HO OH I
H HO 0
H HO

I ntoko30-6-qpocart I'nrokoso-1-qpocepar

BHYTpuK KNeTkn BCA rnoKko3a HaxoanTcd B pocopunnpoBaHHoOM
doopme (rnrKo30-6-cpocdat = r-6-P). 310T r-6-® mMoxeT
MCNOSb30BaTbCA B Pa3HbIX MeTabONMNYECKMUX NyTAX (MMUKOSnS,
neHTo30docdaTHbIN NYTb, CUHTES MMNKOreHa Unu gpyrmx yrnesonos)

Ta rnoko3a (r-6-®), kotopas gomnmkHa NoOUTU Ha CUHTES IMINKOreHa,
CHa4yana nepesoguTcs B opMy rnrKo3o-1-poccarta (r-1-P).
Taknum obpasom 3TO NO3BOMSAET OTAENUTL 3TY IMHOKO3Y OT BCE
OCTarlbHON, KOTOpPada eCTb B KIETKE, M HE UCMOSIb30BaThb €€ B APYrnX
MeTabonnyeckmx nyTax

depmeHT: pocdorntokomyTasa. MoxeT KaTanmsampoBaTb peakuuto B
obounx HanpaBneHusx, T.e. peakuust obpatmma



CuHTE3 rmmKkoreHa

2. AKTBauus rnoko3bl (cuHTe3 YO D-rnioKo3bl)

I"nroko3o-1-qocepar

CH,OH

0
OH

HO O—P—0—— YT
NH
o o o L
O0—P—0—P—0—P—0 o N 0
| |l AL I
0 0 0
OH OH
CH,0OH 2
5 2
NH
il (|) | ﬁi | l
HO 0—P—0—P—0 o N 0 0—P—-0—P—0
OH | Il I ||
0
OH OH nupogocpar

Y[&-rnrokosa

Tenepb HY>XHO aKTMBMPOBATb
MOJIEKYMY rMOKO3bl, YTOObLI OHA
MOrfia NpucoeamMHUTLCS K
MOJIEKYr1e rMuKoreHa

[1ne 3TOro K rroKo30-1-
doocaty npucoeanHsieTcq
HyKneoTuna (Yypuannosbin) v
obpasyetca YAd-rnokosa
(ypmonHgudgocdaTtrnokosa)
depMEeHT: rMKo30-1-
doocarypuguntpaHcdepasa
(= YOOD-
rrokonmpodocdopunasa)

3a CYeT Toro, YTo Tenepb B 1-M
NONOXEHUU K rMKo3e
NPUCOENHEH HYKNeoTua, aTo
NonoXeHune CTaHOBUTCHA
aKTUBMPOBAHHbLIM. [103TOMY Ha
criegytoLlem aTtane a3T1o 1-e
NOMIOXEHME IMIKO3bl OyaeT
y4yacTBoBaTb B 0bpasoBaHun
CBA3M C MOJSIEKYIIOM IMUKOreHa



CuHTe3 rmukoreHa

31a rrkoko3a byaet 3. YAannHeHne Mmonekynbl rMUKOreHa

BKJ1FOYeHa B uenb

FJIMKOreHa

“0—P—0—P—O0"
I | CH,OH
o O0—CH,

H /N H
Y [®-rnrokosa
A ‘NoH H
H
OH OH H OH
KoHel BeTkU
rAUKOreHCUHTasa MOSeKy bl
- UDP 1 koreHa
New .
nonreducing CHzog CH20H CH,OH
end u A H
“‘NoH H
HO
/ 1] OH

BeTka rnukoreHa yanuHunaco Ha
1 monekyny rnroko3bl

Ha pucyHke ypauun B coctaBe
YO®-rnoko3bl HE HAPUCOBAH, a
NpPOCTO NoanucaH

AKTMBMpOBaHHas Ha
npeablayLem atane rrokosa
Tenepb NpUcoeanHAETCS K
KOPOTKOW MOJIEKYSIE [MIMKOreHa

3a cyeT oTCoeaNHEHUS
HyKneoTmnaa oT roKOo3bl,
npucoegnHeHne HOBOW
[MIOKO3bl K ITTIMKOreHy
MNPOUCXOAUT ferko

depMeHT: IMUKoreHcuHTasa.
OTO pPerynsaTopHbIn pepMeEHT.
OT ckopocTu ero paboTbl
3aBUCUT CKOPOCTb CMHTE3a
rMUKoreHa.

PocT uenu rmmkoreHa
NpPOUCXoauUT NyTeEM
nocnegoBaTerbHOro
N00aBrneHnsa HOBbIX MMHOKO3HbIX
3BEHbLEB

Kaxkoast 3 BKINHOYEHHbIX B
[MIMKOrEH MNIOKO3 CHa4yana
npeBpaiaetca B YAD-rnokosy
(cm. aTan 2)



CuHTE3 rmuKoreHa
4.BeTBneHne MoneKkynbl rMUKoreHa ByaylLas TouKa

BeTBNIeHUS
J ‘ CH,OH CH,OH CH,OH CH,OH
== — e —0 — = — 0 o o 0
Ll 7L o N | | ‘ Lo OH o OH OH 5 OH
| | | 0
I
OcTtanbHas
o 4YacTb
BeTtawmii qpepmeHT MOTIEKy bI
rNUKOreHa
ey g i il i e o
<N Y Thae WP, A Y e N 1-6 cBa3b
| L : | [ | O‘ 7
: CHQOOH - CHZOOH ‘ CHZOOH CH20 OcTanbHas
OH o OH OH o OH 4YacTb
O
on [ o 18 o MOJSIeKy bl
rIIMKOreHa

« Korga BeTka rnmukoreHa gocturaeTt 00nbLUon ANUHbI
(MpMepHO 11 rMOKO3HbIX 3BEHBLEB), MPpOUCXoaNT
pa3BeETBIIEHNE

« [1nsa aToro BeTBALLKNN PEePMEHT OTPE3aEeT y4aCTOK BETKMU
OJTIMHOW OKOMO 6 — 7 rMoKOo3

e 3aTeM OH MNepeHOCUT ITOT Y4aCTOK U CBA3bIBAET ero 1-6
CBSA3bH C [MHOKO30U, CTOALLEN B Lilenn 40 3TO y4YacTKa



JTanbl pacnaaa rnukoreHa

depMeHTbl yKkopaymBatoT OTAeNbHbIE BETKM MOMNEKYI
rMUKOreHa unm yaansitoT HeKOTopble U3 3TUX BETOK
NONHoOCTb. Ho Ta YacTb MOMNEKyIbI rIMKOreHa, KoTopast
HaxXOAUTCA B CAMOM LIEHTpPe, He ucyesaeT (ToYHee, Mbl
Npo 31O He roBopuM). [ToaTomy, roBops o0 pacnage
rMUKOreHa, Mbl UMeeM BBMOY YMEHbLUEHNE MOSMEKYNbI
rMMKoreHa, Ho He ee NoJIHOe NCcYe3HOoBEHNE

YKopaumBaHue NMHENHbIX y4acTKoB (dpocdoponuma =
docdoponutTrnyeckoe pacliensieHne) c obpasoBaHUEM
[MOKO30-1-pocdhaTa

[1peBpalleHmne rmKo3o-1-dgpocdraTta B rMoKo30-6-
docdat n ero ganeHenwas cygbba

YnaneHue Todek BETBIEHUS



Pacnag rnmukoreHa

1. YKopauuBaHue NMMHEeUHbIX y4acTKoB (cpochoponus =
doccoponntTuyeckoe pacwiensieHme) c oopasoBaHMeM rmOKO30-1-

¢docdarta

KoHeu BeTku
MOSeKynbI rUKOreHa

6CH ,OH CH ,O0H CH ,OH
(o) (o)
H H H H H H
OH H OH H
o 0o
H OH H oH OcTanbHasa
yacTb
Pi \J poceopumnasa MOJIEKy bl
JTa cBA3b pBeTCs FIUKOreHa

Nonreducing end

6CH ,OH CH ,OH CH ,OH
o o}
i H H /| H
OH H OH H
o o
H OH H OH

BeTka ramkoreHa ykopotunach Ha
1 monekyny rnroKo3bl

Ha mecTe pasopsaHHOM
CBSA3U NOABUICSA POCPaT

* Pa3pblB CBSA3M MexXay ABYMS

rMOKO3aMn MPONCXOANT 3a cHET
npucoeanHeHus ocdara (P)
OTOT cnocob Ha3bIBaeTcs
doocoponuna (no aHanornm c
rMOposIM30M, Korga paspbiB CBA3U
AOCTUraeTca NpucoeauHeHneMm
BOAblI)

depmeHT: hocdopunasa
(perynaTopHbI epMeHT, OT Hero
3aBMCUT CKOPOCTb pacrnaja
rmmnKoreHa)

KodepmeHT: NP
(nMpuagokcanbdocdar, U3 BuT. B6)
B pesynbsrarte nony4aem cpasy
rroKo30-1-goocart

OTO BbIFOAHO, MOTOMY YTO B
AanbHeunweM B KneTke MOXeT
MCNONb30BaTbCS TOSbKO
doocpopunupoBaHHas rroKo3sa.
[NonyyaeTtcs, 4TO Npu pacnage
rmyUKoreHa HeT HeoBXoANMOCTH
dpochopunupoBaTb NOSYYMBLLYHOCS
FMIOKO3Y, TO €CTb HE HYXXHO TpaTUTb
9Hepruo (Ha doocopunmposaHue
Tpatutca mosekyrna ATO)



Pacnaa rnukoreHa
2. MpeBpalyeHue rnoKo30-1-pocdaTta B rinroKo30-6-chocchaTt u ero
AanbHeuwasa cyabOa

docepat B 6-M NONOKEHUU

®ocpar B 1-m nonoxeHum 0 ¢
HOGH, o \L -o—llll—o CH>
V/H ! o Oy AT N\
HO oH H O—%—O' ;) HO OH H oii
H HO 0 s

I'nrokoso-1-cpocepar I nok030-6-pocapat

ObpasoBaBLUNKCS IMIOKO30-1-ocdaT MOXKET UCMOMb30BaTbCA B KNETKE ANS
CUHTE3a rMunKoreHa, Ho He AN Nony4YeHnsi SHeprumn (He MOXeT cpasy BKMNIOYUTLCS B
rMUKONn3)

[ToaTomy rnoko30-1-pocdaT npespaLlaeTcs B rnoKo30-6-gocdar

depMeHT: pocdornokomMyTasa (TOT Xe, YTO U NPU CUHTE3E IMIMKoreHa, ctagma 1)
B 3aBMCUMOCTM OT TKaHW, B KOTOPOW NMPOUCXOANT pacnap rmukoreHa, cyaboa
[MOKO30-6-cbocdata MOXET ObITb pa3HOMN:

— B ne4venu r-6-® npeBpatuaeTca B rokosy (aedocdopunupoBaHne, epMeHT rMoKO30-6-
docdaTasa, cMm. rnokoHeoreHes). CBoboaHas rmoko3a naeT B KpoBb. Taknm obpasom,
pacnag rfiMkoreHa B ne4YeHn CnyXuT Ans nogaepxaHus KOHUEHTpaLunn rmioKo3a B KPOBU

— B mbiwuax r-6-® BcTynaet B IMUKONU3, YTO BEAET K NOMyYeHuto aHepriun. Taknm obpasom,
MbILLILIbI UICMOMNb3YOT CBOW IMIMKOreH AN1st CBOUX HYXA,



Pacnag rnukoreHa
3. YoaneHue ToueK BeTBNEeHUs

_a-1,6 linkage
O e T 00-00-core

I :
8P, a-1,4 linkage

8 @) Glucose 1-phosphate

S -0-0-0-0-core

[eseTBaWwnim pepmeHT
nepeHocUT

MO-O-O&}O-O-O-O-CORE

OeseTBaMIA (PepMeHT H,0
pacuwennaer .

-0-0-C-CO-CO-C-O-C--OO-CORE

Phosphorylase

* KpacHbIM nokasaHbl 3BEHbS
(rnoKo3bl), KOTOpble yaanaTcd
doocdopunason (cm. atan 1)

* He gpoxonsa oo pasBeTBneHus,
doocdopunasa
OCTaHaBIIMBAETCH, TaK KaK B
pa3BUIIKY OHa NPONTU HE
MoxkeT. CnenoBaTernbHO, OHAa
HEe MOXET pacLuennTb 1-4 cBA3U
MeXay rMoKO3HbIMUN 3BEHBAMM,
HaxoOsLWMMUCA Heganeko oT
pPa3BUSIKN

» Tenepb geBeTBALNN DEPMEHT
NepeHoCuT 3 MMHKO3bl (CUHKUE) C
OLHOW BETKM Ha OpYryto

* [locne aToro octasLLuasicd
rMoKo3a (3eneHas), cBs3aHHas
1-6 CBA3bIO, OTLUENIIAETCA TEM
Xe AeBeTBAWMM PEePMEHTOM

» Taknm obpasom, y
aeBeTBdAulero gepmMmeHTa ectb 2
aKTUBHOCTMU:

— Moxert NnepeHoOCUTb TP OCTATKa
MHOKO3bl

— MoxeT pacwennaTb 1-6 CBA3b

* PacwenneHune 1-6 cBs3un
NPOMCXoaMT NyTEM rMAPOnN3a,
TO eCTb B pesysnbrare
obpasyetcsa csobogHad

ok o B oSVl aVleaYal



I'1MKoreHosnl
dopma nedexruptii pepment nposiBJIeHHs 001e3HH THII, HA3BaHHeE
IJIMKOTreHo3a D0Ne3HH
ITeuénoynas I'moko30-6-docdaTaza I'unmornukeMHs, rumnepa- I

MpliieyHbIe

CMelanHbie

Amuno-1,6-rmoko3uaasa
(«neserBamumit» dep-
MEHT)

Amuno-1,4-1,6
TIKKO3HITpaHchepasa
(«BeTBsuMi GepMenT)

®ocdopunasa

Kunaza pochopunasbl
ITpoTenHkHHaza A
I'nukorendochopunasa

PochodpykTokHHaza

PocdornuuepomyTasa
JlakTaTnernaporeHasa
(M-npotomep)

JIuzocomuas o-1,4-
ITHKO3K/1a3a

HHITJTHIEPOTIEMHA, TH-
MEPYPHKEMHSA, aIH103
(BCIEACTBHE HAKOTUICHHSA
JIAKTATa), XapaKTepHOE
BBIP@KEHHE JTHIIA (<JTHIIO0
KHTAHCKOH KYKJIBI»).
Haxornenue riukoresa ¢
KOPOTKHMH BHEITHUMH
BETBAMHU (JIUMHTO-
aekcTpHH). OcTanbHbIe
NIPOABICHHA MEHEE
BBIP@KEHBI, YEM TIPU THIIE
L

HakomnneHnue cTpyKTypHO
HW3MEHEHHOTO IJIHKOTEHA ¢
OYEHb JUIHHHBIMH
HapYKHBIMH BETBAMH H
PEAKHMH TOYKaMH
BETBJICHHA.

Haxkonnenue riiukoresa
HOPMAaJIBHOH CTPYKTYPBHI.
YMepeHHas THIOTIIHKE-
MHsA, TeNaTOMEeTraHs,
KITMHHYECKUE NPOSBICHHS
MOXO0HU, HO MEHEE
BBIPAXKEHBI, YeM NPH
rimukorenosax I u 111
THUIIOB.

Ananornuss! VI Ty
Amnanornyns! VI Ty

Bonu B Mblax,
CYMOPOTH NpH
(bH3HYECKOH Harpy3ke
(naxe yMepeHHOi).
Hakonnenne B Mplumax
FIHKOreHa HOPMATBHOM
CTPYKTYPBL.
AHanornytel V Tumy

AHanoruyns! V THny
AHanorunyss! V tuny

l"enepanmoaannoe
HaKOIUJICHHE ITHKOr¢Ha B
JIA30COMax, a 3aT€M B
HHTO30JIe

Bbonesus 'upke

111

bonesnp ®@opbca—Kopwu, miamuro-

JCKCTPHHO3

1Y
Bonesns Arnepcena

VI
bBonesus Xepca

IX
X
v

Bonesuns
MakApana

Vil

II
Bonesus [Momne

HapyLweHus
MmeTabonunima
rmUuKoreHa -
rMUKOreHo3bl

« PepMeHThI, y4acTByOLLME B
CMHTEe3€e 1 pacnage rmmnkoreHa,
pa3Hble B NEYEHM 1 B MblLLILIAX

* OHM BbIMONHSAT OAHY U TY Xe
JOYHKLMIO, HO KOOUPYHOTCA
pasHbIMU reHamu, T.e. ABNAKTCS
n3odepmeHTamm

* [loaTOMYy €CTb MbILLEYHbIE,
NeYEeHO4YHbIE N CMELLaHHbIe
doopMbI MMNKOreHO30B —
BO3HMKAOT B 3aBUCMMOCTU OT TOrO,
Kakasi usodoopma nospexgaeTcs

* Bbibepute oauH-aABa rMMKoreHosa,
MPO KOTOPOE CMOXETE pacckasaTb
Ha 9K3ameHe

* Hy>XHO OOBSACHUTL, NOYeMY npu
HapyLeHun paboThl
COOTBETCTBYIOLLEro doepMeHTa
HabnogaloTca yKkasaHHble B
Tabnuue cMMNTOMbI



MEHTO30®OCPATHLIN NYTh



e Cxema:

HAO2ZH
rNHOK030-6- y —> pub030-5-
1 V
<

e OyHKUUK
— ObpasoBaHue pnbo3bl ANst CUHTE3A HYKNEOTUOOB
— ObpasoBanne HA®H aons cmHtesa nMnmaoB u
3alnTbl OT CBOOOOHbLIX paguKanos
* BHyTpUKNeTo4YHaa nokanmsauuna: 4MTo3onb

« TkaHeBaga Nokanusauus: Bce TkaHU, 0COOEHHO
T€, B KOTOPbIX aKTUBHO NPOUCXOANT CUHTES
NMUNMOOB N HYKNEOTUAO0B (SNUTENUN, XKenessbl,
ne4yeHb, aMOpUOHanbHbIE TKaHW)



HAOH vs. HAQQPH

» Oba saBnsTCS
kocbepmeHTamm OBP

« Oba cogepxaTt B
cocTtaBe ButamuH PP
(HMKOTMHamMuA)

« HAOPH:

— l/ICI'IOJ'Ib3yeTC$| B
peakumax obpasoBaHus
CJTOXHbIX BeLlleCTB 13

0 bornee NpocTbIX

(aHabonunam), Hanpumep
B cnHTEe3e BXKK nnu

|
0 o, N7 XonecTepuHa u3 aueTun-
—Q KoA
—y4acCTBYyeT B 3allunTe

OH ? KINeTKU OT aKTUBHbIX

B0 doopm kucnopoga
0 « HALH ucnonb3yetca B
peakuuax pacnaga
H AH@H CNOXHbIX BELWEeCTB 0

bonee nNpocTbIX
(kaTabonuam), Hanpumep
B rmukonuse, UTK, B-
OKUCINEHUN



 [1BE cTaguu:

. OkmcnutenbHas: rmko3o-6-docdar (C6)
npespalyaeTcsa B pubynoso-5-gpocdat (C5),
obpasytotca 2 HAOPH

Il.  HeokucnutensHas: pubyrnoso-5-gocdart (C5)
npeBpaLllaeTca odbpaTHO B rMIOKO30-6-
docdpaTt (C6) nyTem nepecTtaHOBOK ABY- U
TpexyrrnepoaHbix dparMeHToB



. OKmcnutenbHas ctaaus

CH,0P0O32" G CH,0PO3%"

+

H O H NADP* NADPH H (0]
H e S H
OH H OH H 0
Glucose 6-phosphate
HO OH  dehydrogenase HO
H OH H OH

rnroKo30-6-pocpar POCPOTrNIFOKOHONAKTOH
oa\\;,/xo
CH,OP0O<2" |
H—C—OH
H 8 WO M o |c H
H \\j |
OH H )/~—0O
Lactonase H—C—O0H
HO
H—C—OH
H OH
CH,0P052-
POCPOrNIFOKOHONAKTOH
POCPOrNFOKOHAT
0.~ .0
\\‘c’/
CH,OH
H—C—OH O\C/
‘ NADP™ NADPH
HO—C—H
| \/ H—C—OH o,

H—C—OH 6-Phosphogluconate y__—_oH
‘ dehydrogenase

H—‘C—OH CH,0PO52"
CH,0PO3%~

(POCPOTrNFOKOHAT pubynoso-5-qocpat

Llenamn nepson ctagmu

ABMNAIOTCA:

— [lpeBpalueHmne 6-yrrnepoaHou
[MIOKO3bl B 5-yrNnepoaHyto
pnbosy

— nonydyeHne HAO®PH B aTux
peakumnAax

CocTtouT 13 3 peakuun, B AByX
N3 KOTOpbIX 0DpasyeTcs
HALPH (T.e. 9171 peakymu
ABNAOTCA OKUCTTNTENBHO-
BOCCTAHOBUTENbHbLIMMU)
depMeHT 1-1 peakuuu:
[TTFOKO30-6-
doocdaragernaporeHasa

HepnocTtaToOYMHOCTb M1HOKO30-6-
docaTtaernaporeHassbl
NpuBOAOUT K NeKapCcTBEHHOM
reMorIMTM4eCKon aHeEMUI
(HacnencTBeHHoe



1. HeokucnmurtenbHas ° Lensio HeokucnuTenbHoM ctaaum sBrsietcs

npeBpaLleHne HECKONbKMUX 5-yrnepoaHbIx
cTaauvs MOSEeKYn B 6-yrrnepoaHble, YToObl OHM CHOBA
MOITIN BCTYNUTb B NeHTO30(ocdaTHbIN NyTb

* [ToaTOMY Ha Cxeme nokasaHo TOSbKO
Konm4yectBo atomoB C B meTabonurax

5C ¢ 6C HEOKNCNUTESTIbHOW cTaanu
eC » Peakumn npencraBnaoT cobom nepeHoc
doparMeHTOB, cogepxalmx 2 unmn 3 atoma C, ¢
o e 72 e OAHOW MOTEKyYITbl Ha APYTyio ]
2C * Hag kaxkgon peakumen nognmucaHo, Kakowu
e doparmMeHT nepeHocuTCs (cogepkawmm 2 unm 3
atoma yrnepoga)
28 = « B pe3ynkraTe nyTeM nepecTaHoBOK 2- U 3-
5C 3C YrrepoaHbIX pparMeHTOB yaaeTca NosyyYnTb
2C HECKOJ1bKO 6-yrnepoaHbIX caxapoB
 Bbiroga takoro crnocoba B TOM, YTO OH He
5¢ 5 3€ 4c 6C TpebyeT 3aTpaTtbl aHeprum (CambIiM NMPOCTLIM

crnocobom npespaTtuTb 5-yrneponHoe
CO€IMHEHME B 6-yrnepoaHOe ABNAETCH

= o g nobasnexune latoma C, T.e.
kapbokcunuposaHue. Ho oHo Bceraa Tpebyert

pacxogoBaHua ATO)

* DepMeHTbI HEOKUCNUTENBHOW CTaanN:

— TpaHckeTonasa (nepeHoc 2-yrnepogHbIxX
dparmeHToB). KodbepmeHT: TIP
(TvamunHnmpodocdgart, ns sut. B1 TnammuHa)

— TpaHcanbgonasa (nepeHoc 3-yrnepoaHbIxX
bhparveHToR)



NMonHaa cxema neHTo3odocdaTHOro NyTH

(6)noko3o-6-cpoccpar
2
(1)Fnioko3o- ot g o
6-cboccpat “~~____, - 12 NADPH+12H I. OkucnuTtenbHbIN
. 6 CO, 3Tan
. 6 .- (6) Pubynoao-5-cocear
NIOKO30-
poccar
W3omepasa
T
| (2)Keunynoso- (2) Pnbo3o-5-chocpar (2)Keunynoso-
! 5-doccpar o 5-cbocdpar
| Cs Cs
I
' TpaHckeTonasa
|
|
1
4 (2) Frnuuepanbpervg (2) Ceporentynoso-
| 3-dpoccpar 7-thochat
! Tparcanbponasa
] (2) 3puTposo-
|
! 4-tocopar Cy TpaHckeTonasa
|
|
| (2) ®pykTo3o- (2) ®pykrozo- 2) Fnuyepanbaer
- 6-chocpar 6-cbocepar (2) ug-cgocqagr e
| =
x } Co p o Cs
1 ! i
C _________ !
\ | ®pykT030-
: | 1,6-6uccocat

| S S S S S S —

i
7z

Ce

|

®pykTo3o-

6-6ucdocdar

Ce

)

O6patnte BHUMaHne
Ha meTabonuTbl
HEOKUCITUTENTbHOW
cTaauu: cpeaun HUx
BCTpeYatoTcs
BELLEeCTBa,
NpUHMMatroLme
y4yacTue B rmmKonnae

IT. HeokucnuTtenbHbIN

aTan

ATO MOXET ObITb eLue
OAHOW MPUYNHON, NOo
KOTOpOW npeBpaLleHue
5CB6C
OCYLLECTBIISAETCH
nyTeM rnepecTtaHoBKU
doparMeHTOB, a He
NPSAMbIM
KapboKCUNMpoBaHUEM
NN eLle Kaknm-nmbo
OpYrum nytem



HapyweHuna neHto3odocgaTHOro nyTu

HacnegctBeHHOe 3aboneBaHne, CBA3aHHOE C
HapyLweHnem paboTbl NeEHTO30OoCHaTHOro NyTK:
nekapcTBeEHHas remonuTuyeckasd aHeMus

depMeHT, CHMXKEeHNE aKTUBHOCTM KOTOPOro
HabnogaeTca: rnoKo30-6-pocdaTtaerngporeHasa

[locnencTBus: cHKeHune konndectsa HAOPH u, kak
crieacTBue 3TOro, BOCCTaHOBIIEHHOIO rNyTaTuoHa B
apuTpouuTax (cMm. crieayrowmnm crnana)

HepgocTaTok BOCCTaHOBMEHHOIO rnmyTaTMoHa NPpUBOANUT K
TOMY, YTO NPU YBENTMYEHUN KONNYECTBa CBOOOOHbIX
paanKarnoB KIeTka He MOXET C HUMU CrpPaBUTbLCAH

B pe3ynbTaTte KneTka paspyLllaeTcs, B cny4yae
SPUTPOLINTOB 3TO BbIMMSAANT Kak reMonun3s

[ToBbILLEHME KONUYecTBa CBODOAHBLIX paanuKanos
MOXET ObITb BbI3BAHO MPUEMOM NlEeKapCTBEHHbIX
npenaparoB Unn ynoTpedneHmnem B NULLLYY HEKOTOPbIX
pacTteHnn (bodo.)



YyacTue rnytatmoHa u neHto3sodoccaTtHoro nytm B
3awuTe OT CBOOOAHbLIX paguKanosB

06p03OBGHM€ cBO6OAHBIX paAukarios e
AbIXATesbHOW Lenu MUTOXOHAPUIA, npu npvieme
NeKapcTBeHHLIX Npenapatos, NOA AeUCTBUEM
U3nyyeHus
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> 2H,0
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free radical R ’,"
®*" glutathione
v reductase
Oxidative damage to NADP* NADPH + H*
lipids, proteins, DNA
Glucose — 6-Phospho-

6-phosphate glucose
6-phosphate

dehydrogenase
(G6PD)

glucono-3-lactone

1. [nyTtaTMoHnepokcuaasa
npu ydacTum rnytaTMoHa
NHAKTUBUPYET NepeKnCb
Bogopoada (ogoHa us
aKTUBHbIX (bopM
Kucnopoaga)

2. [lpu atom
BOCCTAHOBJIEHHbIN
[MyTaTUOH NpeBpaLllaeTcs
B OKUCIEHHbIN

3. [1nsa BoccTaHOBMNEHUS U
NOBTOPHOIO
NCMNONb30BaHUS
rmyTaTmoHa Heobxoaum
HAO®H

4. WctouyHnkom HAOPH

SIBMNsieTcs
neHTo30docdaTHLIN NyTb

« Ecnn H202 He
NHaKTUBUPYETCH, TO 3TO B
KOHEYHOM utore
NPMBOANT K NOBPEXOEHNIO
N rmdenmn KneTok



PErynAunA METABOJIU3MA
YIrmesoaoB



PerynatopHblie oepMeHTHh!

1 E2 E3 E4 E5 E6 E7
A—-B—-C—->D—->E—>F—>G—H

* B niobom metabonnyeckom nyTu ecTb ABa Tuna
depMEHTOB (C TOYKN 3pEHNA BO3MOXXHOCTU
N3MEHEHUA CKOPOCTU NX PaboThbl):

— PaboTtatloT ¢ NOCTOAHHOM BbICOKOW CKOPOCTbIO
(Hanpumep, E3 - E7)

— CKopoCTb paboTbl MOXXET MEHATLCHA B 3aBUCUMOCTU OT
NOTPEOHOCTEN KNETKU (PErYNATOPHLIE PEPMEHTHI).
Kak npaBunno, oHW KaTanusanpyrT HavyanbHbIe 3Tanbl
MeTabonunyeckoro nyTu (Hanpumep, E1 nnu E2)



PerynaTtopHbl
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B rMUKonuse

H Ha

H H
H
miokosa

AT®
Fexcoxunasa i

Al
(F)-o-¢H,

H H
H
nioko3so-6-chocchar

HJouopnnI 2

(F)=0—CHz,.  CHp—OH

HO/oH
H
®Dpykrozo-6-cocdar

AT®

®ocopyxmo- 3
Kuhasa

Al

(F)—0—CH, Hy—0—(F7)

HO/OH
H
®pyxrozo-1,6-chochar

Ansdonasa
A :
? CHy—0~— ®
H—OH é

=0
Hy—0—(F) L ——

Mmuuepansaerna-  [UMOKCHAUETOH-
thoccpar coc

har

Tpuosogocpamusomepasa

5

N0

CH—OH

EHp—0—(P)

Fmuuepansaernadcgocdar

Py HAL
Cnuyepansdeaud-
ocham HALH
eaudpozenasa
£

|
gH-OH

Hp—0—(F)

1,3-audocdornuuepar

AL®

®ocgoanuyepam-
Kunaia AT®

,0'
o
iH—OH

Hy—0—()

3-pocornuuepar
®ocozanuyepam-
Mymasa
CO0~
¢H-0—-®
Hy—0H
2-cpochornuuepar
Enonaia
H20
(':OO"
jo®
H2
DoccoeHonnupysar

Ade
Mupyeamkunasa K
AT®
v
=0
éH;

Nupysar

HALH

Nakmamadezudpozenasa

HAL

[ofele g
éH—OH
H3
Mono4Han kucnora

10

11




OOwue npnHUMNbI perynauum padoTbl
depmeHTOB

N3meHeHne ckopocTn paboTbl PEPMEHTOB

NponucxoguT NyTem Ux:

— docdopunnupoBaHmns KnHasamu n/nnm

— npucoeanHeHusi/yganeHns annocTepuyecknx
PErynsiTopos

Koraa KoHUeHTpauua annoctepuyeckoro

PEryIiATOpPa HU3Kad, OH HE COEUHAETCAH C

doepMeHTOM, a Koraa NnoBbILLAeTca —

npucoeanHaeTcs K PpepMeHTy

KoHLeHTpaumsa annocTepuyeckoro perynsatopa
oTpakaeT omanonorndeckmne NoTpebHOCTUN KITETKM

Taknm obpa3om, akTUBHOCTb (DEPMEHTOB CBsI3aHa
c pusunonorn4ecknmm NnoTpebHOCTAMM KNETKU
Yyepes KOHLEeHTpauuo aniocTepunyeckmnx

 aVal mVialfal o alY 2aVYaY »



PerynatopHble oepMeHTH!
rMUKonmnsa

* HeobpaTnmble peakunm (OHU Xxe
perynAaTopHbIe = KNK4YeBble = CKOPOCTb-
NMMMUTUPYIOLLME = aniocTepnyeckme):

* 1 — reKCoKMHa3a/rnKokmHasa
* 3 — pocdhodPpyKTOKMHA3a
* 10 — NnUpyBaTKMHa3a



Annoctepunyeckue perynatopbil
rmukKkonunsa

e TopMo3AT rmukonuna: ATO, uurtpar,
[MIOKO30-6-¢pocdart (MblLULbl), PPYKTO30-6-
doocart (neveHs), auetun-KoA, BXKK

e YckopsarT rmukonus: Adld, AMO,
dopyKT030-2,6-OMUCdocdar



[opMoOHanbHasa perynauus
rmukKorinsa

* TOPMO3WUT: MIOKaroH

* AKTUBUPYIOT: UHCYNWH, agpeHanuH (B
MblILLLIAX)



Pe rynsauus ( Glucose )

rmukonusau C !
rMOKOHeoreHesa 1
GLYCOLYSIS l GLUCONEOGENESIS
Fructose 6-phosphate
F-2,6-BP (®
AMP ) Phosphofructo- Fructose O F-2,6-8P
ATP @ kinase 1, 6-bisphosphatase @ AMP
Citrate © (®) Citrate

H'®

Fructose 1,6-bisphosphate

1 l Several steps

Phosphoenolpyruvate

Phosphoenol-
F-1,6-BP (® eV
ATP @ Pyruvate carboxykinase
kinase Oxaloacetate

Alanine @ Pyruvate

carboxylase

el (*) Acetyl CoA

© ADP




PEIYnAaAumnAd CUHTE3A L
PACINAOA NMAKOINEHA



PerynatopHbie epMEHTHI

* [NMMKoreHCUHTa3a — perynaTopHbIN PEePMEHT
CUHTe3a rmukoreHa. HeaktneHa B
doocdopunmuposaHHOM OPMe, aKTUBHA — B
HedocdopunmMpoBaHHOMU
— AKTI/IBaLI,I/IFI: NHCYJTNH
— MIHrmbupoBaHue: agpeHanuH, rnokaroH

* nnkoreHdgocdopunasa — perynatopHbIn
doepMeHT pacnaaa rnnmkoreHa. AKTUBHa B
doocdopunmpoBaHHON POpPMe, HEAKTUBHA — B
nedpocdopunmpoBaHHOU

— AKTnBaUVSA: agpeHanvH, rmoKaroH
— NHrmbuposaHue: NHCynuH




mukoreHgocchopunasa «B»
HeakT.

Pi ATO
KuHasza
®l-cpocpatasa (MP) hoceo-
punaabi
axT.
H,O AN®

Mmukorendocopunasa «A»

aKT.
MmukoreHcuHTasa
aKT.
a2 ATO
®l-chocartasza (IM'P) MKA
H.0 Al®

TnukoreHcuHTasa
HeakKT.

PocchopunupoBaHHbie U
HedochopunmpoBaHHbie HPOopPMbI
rnukoreHdoccpopunasbl (BBepxy)

U IMUKOreHCUHTa3bl (BHU3Y)

« TpaAnUMOHHO aKTUBHbIE
doopMbl 3TUX PEPMEHTOB
obo3HayvatoTca byksoun A, a
HeaKTuBHble — BykBon B

« Ha cxeme nokasaHo, YTo
nepexoq Mexay AByMS
doopmamu perynumpyertcd
cneuuanbHbIMN depMeHTaMn
— KMHa3amMmu
(doocdopununpytoT) u
doocdarason (yganaet
doocdoarT)

* [OpMOHbI 3anyckatoT
CUrHanbHble Kackagbl BHYTpU
KIETKW, KOTOPblE MPUBOAAT K
aKTUBaLMn UM NHaKTMBaLUn
KnHa3 unn goocdgoaTassl

* B cBolo ouepenb, KMHa3bl nnu
doocarasa MeHSAOT
aKTUBHOCTb MMMUKOreHCUHTAa3bl
N rnukoreHcbhocchobunalzsl



Perynsauua pacnana rmMkoreHa nog
OeucTBMeM agpeHanuHa v rnoKaroHa

niokaroH AﬂpeHanMH

\. / Pz-peuentop ApneHunaTuvknasa * OnucaHue curHanbHoro
P (@ \ kackaga agpeHanuHa u
\ rnoKaroHa — CM. HMxe

dochoauacrepasa
i « MKA = npoTenHkunHasa A

* Ha cxeme nokasaHa BcH
Lenoyka cobbITuin, KOTOpble
NPUBOAAT K aKkTUBaLUumn

8 rmmkoreHdocgopunassbl,

AM® paspyLuatoLLeN MMNKOTEH,
nocrie AencTBnA agpeHanuHa

WK rNoKaroHa

* [MogobHas, unn paxe dbornee
o CNoXHas
R | ¢ nocneaoBaTernbHOCTb
cobbITUI ecTb Bceraa, korga
Mbl FOBOPUM O KaKUX-TO
ropMmoHarsbHbIX 3dpdoeKkTax

* B cny4yae kaxxgoro ropmoHa
L nocnenoBaTernbHOCTb

I 1
InuKoreHcUHTasa Eo Kunasa 1/ Y,
by E i tbocthopnask: coObITUI 6yneT pa3Houn, nu B
I |
I |

G-6enok

MeMmbpaHa

HOAKT. BbonbLUMHCTBE ClyvaeB Bce
Jfﬁ e e s 2 VOG5 T nocrnegoBaTensHOCTY

® ® N3BECTHbI
"MukoreHcuHTasa Kunasa
HeaxT. docopunass * Bbl OOJTKHbl MOHNMATb, UTO

aKT. MeXay encTBMEM ropMOHa
® Ha KINeTKy n
dom3unonorn4yecknm apdekTom
FnukorquJOC(bopwnasal_T. mukoreHdocdopunasa 9TOro ropMOHa CyLLeCTBYET

HeakT. akKT. -
______________ OJSIMHHAZA Lernoyka cobbITnn

* [pun HapyLieHun noboro n3
3TanoB rOPMOH NepecTaeT




PEIYNALUA LTK



PerynaTtopHble pepMeHTbI

* LintpatcuHrtasa:

— NHrmoupytot: HAOH, cykumnHmnn-KoA, umtpar,
ATO

— AktuBupyet: AP

* IsouuTpartoerngporeHasa
— NHrnbunpyet: ATO
— AKkTmBumpytot: Ca2+, Alld

* g-KeTornyrapargermgporeHasHbin
KOMIMJ1EKC
— Nurmowupytot: HALH, cykunHun-KoA
— AKTmBMpyeT: Ca2+



Pyruvate
ATP, acetyl-CoA,

pyruvate NADH, fatty acids
dehydrogenase

complex @ AMP, CoA, NAD+, ca2+

Acetyl-CoA

®NADH, succinyl-CoA, citrate, ATP

citrate
synthase

Citric
. acid Isocitrate
CVC|e isocitrate ® ATP

ite dehydrogenase

a -Ketoglutarate

a-ketoglutarate _—
dehydrogenase ® succinyl-CoA, NADH
@ ca?*

complex
Succinyl-CoA

dehydrogenase /

succinate



PU3NOJTIOMTMYHECKUE SPDEKTDI
WHCYITUHA: METABOJTN3M
MMIOKO3bl, AMUHOKUCHIOT,
nmnmnaooB



BrnvsaHue Ha meTabonusm
yrrneBoaoB

* AKTMBaUWA NOCTYMNIEHUSA IMOKO3bl B
KNETKU, CHMXXEHWE ITMOKO3bl B KPOBU

o CTUMynNAUMS rMUKonmaa

o CTUMYNAUMA CUHTE3A IMNKOreHa
* lHrmbupoBaHue rnoKkoHeoreHesa
* NHrmbmnpoBaHue rmmkoreHonm3a



BnunaHue nHcynunHa Ha

KOHUEeHTPAaUuUio rNMroKO3bl B KPOBU

[Tlocne eny rmoko3a NOCTYyNaeT B KPOBb

OTO BbI3bIBAET BbICBODOXAEHME UHCYNNHA U3
nog)xenyao4YyHou xenesbl

MNHCYNnH cBA3bIBaeTCSA C peLentopamm Ha
MOBEPXHOCTU KIETOK

ITO NnpuUBOANT K TOMY, YTO Ha NOBEPXHOCTU KITETOK
MNOABITAKOTCA 6en|<|/|-nepeHocq|/||<|/| AJ14 MMHOKO3b,
KOTOpPbIE 3aKa4nNBaAlOT €€ B KITETKU

Taknm obpasom, 3P EKT MHCYINNHA CBA3AH C TEM,
YTO IMNOKO3a U3 KPOBU MNOCTYNAET B KIETKM.
MIMeHHO No3TOMY €e KOHLEHTpPaLUA B KPOBU
CHMXXaeTCcs



MexaHu3M oencTBuUS MHCYJINHA Ha KJ1eTKHU

benku-
TpaHcnopTepbl

FNHOKO3bI MHCY.”MH .

I"nrokosa PeuenTop uHcynuHa

\ 1. “o Cell membrane—

Outside %, ® o 22 o/g | [ (;)6]
cell o 3 X |\ ‘ :/'J
Inside cell -~ -

(CYtOﬂasm) ol TTepeHoc 6enkos-TpaHcnopTepos

HQ NOBEpPXHOCTb KNeTKU B OTBeT
Ha CUrHan ot pelenTopa
WHCYUHA

f Insulin signal pathway

Effects Effects Effects on
on lipid on growth protein

metabolism metabolism

Benku-tpaHcnopTepsbr
rFOKO3bI

Ha cxeme nokasaHa
MeMbpaHa KneTku

[ tOKO3a NocTynaeT CHapy»Xu
KIeTK

[Tocne cBA3biBaHUSA C
peuenTopamm MHCYINHA,
3anyckaeTcs CUrHasibHbIN
Kackag

OH NpMBOANT K NOSIBIIEHNIO HA
MOBEPXHOCTN KNETKMN HOBbIX
6enkoB-TpaHCNoOpPTEPOB A4
[MIOKO3bl, KOTOPbIE paHee
ObINIn NPOCTO 3anaceHa B
KneTke

Cama monekyrna nHcynuHa
HUKOr4a B KreTKy He
MPOHUKAET, @ OCTaeTCcH
CHapy»xu

CTpernku o3Ha4yatoT pasHble
CUrHarnbHble Kackaabl,
3anyckatoumecs B OTBET
NMPOCTO Ha CBSA3bIBaHUE
WHCYIMHA C ero peLenTopom



BrnvsaHue Ha meTabonusm
nannaoB

* IHrMOMPYET rOPMOH-YYBCTBUTENbHYIO
nunasy agunoLmnToB

* AKTUBMPYET NUnoreHes (CUHTEe3 NMNnaos) B
NeYeHun, B TOM Ymncre nyTem akTmBaLnm
3axBaTta cBoboaHbixX BXKK neyeHbro



BnnaHue Ha meTtabonusm 0enkos
U aMUHOKUCTIOT

* AKTMBaUNA CUHTEe3a OenKkoB
o AKTUBaUUSA 3axBaTa aMUHOKUCIOT TKaAHAMMU



CAXAPHbIN OANABET:
NMNMPUYNHDBI U TUTDI



Cl 1 tuna

* IMMYHHbIE: ayTOaQHTUTENA K UHCYITNHY U
cneundonyecknum benkam d6eTa-KneTok.
Pa3pyLueHue noaxenyago4Hom xenesbl
Pa3HOWU CTEMNEHU BblpaXeHHOCTH

* ilanonaTtnyeckmm — npnynHa HeN3BECTHa



Cl 2 Tuna

NHCYNMHOPE3NCTEHTHOCTb — HEBOCMPUUMUYNBOCTb
(YyCTOMYMBOCTb) KNETOK K CUrHany, KOTopbii UM OTOAET
NHCYINH

[1posaBnsieTcsa B 3penom Bo3pacTe

B Hayane pa3BuTtnsa 3aboneBaHnsi pa3BMBaeTCAH
KOMMEHCAaTOPHbIN MEeXaHU3M: Tak KakK MHCYNUH
nepecTaeT 4eNUCTBOBaTb, TO NO4AXenyao4Hasa Xerneaa
BblAensieT ero Bce bonbuie. Noatomy B cnyyae CL 2-ro
TMNa KOSIMYECTBO MHCYITMHA B KPOBU YernoBeka boribLue,
4yeM B HOpMeE. OTO MO3BOMSET NoAAEPXKMUBaATb
KOHLIEHTPALMIO IHOKO3bl B KPOBM HA HOPMarbHOM
YPOBHE

Co BpeMeHeM nomxenygo4vHas xxeresa nepecraet
CNpaBnsATbCS C CUHTE30M DOMbLLOIo KOfIn4ecTBa
NHCYNWHA. B 3TOT MOMEHT KOHLIEHTpAaLUS IMIKO3bI B
KPOBW YBENNYNBAETCH



MMIOKAITOH U AQJPEHAJINH



[ noKaroH n agpeHanvH

[ toKaroH — nenTuaHbIN rOPMOH
ALpeHarnuH — npon3sogHoe aMUHOKUCIIOTbI TUPO3UHA

O6a ropmoHa obragatoT cxogHbiMu adpdoektamn. OHKM 3anycKaroT
NpoLeCcChl, akTUBUPYHOLLME KaTabonmam (NofydeHne aHeprum).

[MtokaroH — ropMoH ronopa. lNoBbilLaeT ypoBeHb IMOKO3bl B KPOBMY,
aKTUBUPYET IMIIOKOHEeOreHe3 1 pacnap rmmkoreHa

ApeHannH — ropMoH cTpecca. [NoBbilaeT YPOBEHb IMOKO3bl B KPOBM,
aKTUBUPYET [MIOKOHeoreHes, pacnag rnmkoreHa u nunonus B
agunoyuTax

MexaHn3am gencTBma CXoOeH:

1.

o Uk wnN

AKTMBaLIMA peLIeNTOPOB, CONPSKEHHbIX C G-6enkamu, Ha NOBEPXHOCTU
KNEeTKM

AkTmBauma G-benka
AKTMBauuMa ageHunaTumknassl
CuHte3s uAMO

AKTBaUNS NPOTENHKMHA3bI A

[TpoTenHkMHasa A pocopunupyet psg perynatopHbIX epMeHTOB,
KOTOpblE Y4aCcTBYIOT B METABONNYECKNX NYTAX (FFIMKOMN3, IMIOKOHEOTEHES,
CWUHTE3 U pacnag rmukoreHa, nunonuns). AKTUBHOCTbL 3TUX PErYNATOPHbIX
depmeHTOB MeHdAeTcA. [103TOMY MEHAETCHA CKOPOCTb COOTBETCTBYOLLINX
meTabonmyeckux nytemn



WHTEIPALUNA METABOJIU3MA



«MeTabonnyeckasa BOPOHKa»

OTO NMOHATNE, KOTOPOE ONUCbIBAET YHUPMKALNIO
Nony4YeHust aHeEPrUn U3 pasHbIX UICTOYHNKOB

OHEPIM0 Mbl MOXEM nonyyartb U3 0enkoB, XXNUPoB n
YrrneBooB

OTU TPU NCTOYHUKA SHEPTNN Ppa3HbIMU NYTAMU
npeBpawiatotcs B auetnn-KoA n metabonutol L TK,
a Takke HAOH n ®AH2. T.e. Ha4yanbHbIe 3Tanbl
NonyvYeHns aHeprmm n3 pasHbiX UCTOYHUKOB OYEHb
MHOroobpasHsbl

A BOT KOHEYHbIe 3Tanbl, y>Ke nocrie nonyyeHuns
auetnn-KoA — oanHakoBbl — 3TO BKNtodeHme B LITK
N OblxatenbHyo uenb. [1pn 3TOM He BaXHO, U3

KaKnx BellecTB Oblnuy nony4veHsl auetusn-KoA,
HAOH n ®ALOH2



Amino Fatty
acids acids

Stage 1

Glucose Acetyl-CoA

production

Glycolysis

A 4

Pyruvate

pyruvate
,/ dehydrogenase

e complex
{6(;‘* NS CO,
€5 =r Acetyl-CoA

Citric

ol
Oxaloadetate Citxate

acid cycle

FADH,
(reduced e~ carriers)

e-

Respiratory
(electron-transfer)

Stage 2
Acetyl-CoA
oxidation

Stage 3
Electron transfer
and oxidative
phosphorylation

2+ 10,

chain

ADP + Pi ATP

\srho

«MeTabonunyeckas

BO

)

OkucneHue Bcex NUTaTesibHbIX
BewecTB c 0Opa3oBaHMEM aLeTus-
KoA (unn metabonuToB UnKna
Kpebca). Takxke obpasytotca HAOH
n ®A1H2. MHoro nyTeun

Okucnenve auetTun-KoA no CO2 u
H20 ¢ napannernbHbIM
obpaszosaHnem HAOH n ®AOH2 (7.
e. “BCe NMuTaTenbHblE BELLECTBA
okucnaTea oo C02 nu H20”). OauH

nytb - 41K

HAOH v ®AH2 ncnonbaytotca angd
co3faHVA NPOTOHHOro rpagueHTa,
KOTOPbIN NCNONb3yeTCH
ATdcunHTasom anga cnHtesa ATO
(30echb ncnonb3yeTcsa Kucnopon,)
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[MpocTas cxema cBA3U mMexay
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[MpocTas cxema cBA3U MeXAy yrneBoaamm,
nunugamMmuvm 1 aMMHOKUcCnoTamMmu

OpHa cTpenka MOXXeT 03Ha4vyaTb HECKOSTbKO UK
Oaxke MHOro peakuum

ObpaTtnte BHMMaHue, 4To 13 auetTun-KoA Henbas
Nony4mMTb NUPYyBAT UM okcanoauerar. [loaTomy
rOBOPSAT, YTO N3 NUNNUOO0B HE CUHTE3UPYETCS
[F10KO3a

Ha cxeme HET OPHUTUHOBOIO UKKNa. CBA3b MeXxay
LITK n OpHUTUHOBBLIM LIMKNOM €CTb B Npe3eHTauunm
no amnHokucriotam. OTkponTe ee ))

B TOM XXe npe3eHTaumn ectb NoApoOHOCTHN O
CUHTE3e aMUHOKMCIOT N3 MeTabonmnToB rMukonm3a



