NMUTaTeNbHbIX BELLECTB

can bHbIN MCTOYHMK SQHEPTIUN KITETKWN.




KaK KneTka nonyJvaer
M UCNOJIb3yeT SHepruio

SHepreTnyecKmimm oo6MeH NoKasblBAET, KaK KeTKa
N3BJIEKAET SHEPIUIO U3 BELLECTB M MNpeBPaALLaeT
ee B ATO.




NMoueMy KNeTKe HY)XHa SHeprus

a

CuHTE3 BellecCTB

KneTka HenmpepbiBHO CTPOUT BENKMU,
HYKNeMHOBbIE KUCNOTbI, TUNUAObI U Apyrme
BellecTBa. [1/19 3TOro Hy>XHbl 3aTPaTbl
SHEPrnm Ha XMMNYeCcKne peakLnm CMHTE3a
N paboTy pepMEeHTOB.

Ly

HNeneHue

Mo oeneHnm KNeTke HY»XHO YOBOUTb
HacneacTBEHHbIM MaTepman U pacnpenennTb
ero Mexxay OoYepHUMU KTeTKaMu. ITO
BO3MOYXHO TOJTIbKO MPU MOCTOAHHOM
CHabyXeHUN sHeprmen.

X

OoBUXXeHue

OBUYKeHUe KNeTKN, COKpaLLEeHMe MblLLeYHbIX
BOJTOKOH M paboTa pecHUYeK TpebytoT
cornacoBaHHoro pacxona AT®. bes Hero

He NMPOUNCXOOAT HarnpaBeHHble
MexaHWnYeCcKne NaMeHeHns.

¥

BHYTpeHHSAA cpeaa

lOHHble HacoCbl MOOOePXXMBAOT COCTaB
LLUTOM1a3Mbl, MEMBPAHHbIV MOTEHLLMaN

M CTabUNbHOCTb BHYTPEHHeW cpeabl. Koraa
SHEeprmnsa 3akaH4yMBaeTCcqd, HapyLLlatoTcH
TPAHCMOPT M1 YXU3HEHHO Ba)XHble peaKLuu.



1. YHUBepcanbHbIX NEPEHOCUYUK

ATD cogep)XnT NErko AOCTYMHYO SHEPTIUIO B GOCPHATHbIX CBA3AX
N MO3TOMY CNYXXUT YHMBEPCASIbHbIM MEPEHOCUYMKOM SHEPTMM BO BCEX
KNEeTKax opraHmn3ma.

2. Pacxon aHeprum

[Mpown oTwenneHmMm KoHedyHoro ¢ocdata ATO npeBpalltaetTca B AD,
N SHEPINGA BbICBOOOXKOAETCH 019 XMMNYECKOW PaboThbl, TPAHCMNOPTa
N COKpaLLeHUS.

3. 3. BoccTaHoOBNeHMe 3anaca

3atem AD cHoBa pochopunmpyetca 0o ATD 3a CHET sHeprmu,
MNONYYEHHOW N3 MUTATENbHbIX BELLECTB, N LMK/ MOBTOPAETCA HEMPEPbIBHO.



NCTOUYHUKU SHEPIrUU ONA KNEeTKU

[NMIOKO3a

[TTtOKO3a — OCHOBHOW M Hamnbonee 6bICTPO UCMONb3yeMbl
MCTOYHUK HEPrmn. Ee okmcneHme gaeTt KneTke ObICTPbIN
noctyn K ATO 1 NpoMeXXyToYHbIM MNpoayKTaM oOMeHa.

Xunpbl

XXMpbl cogepykaT 0COBEHHO MHOIMO SHEPIrUK U CRyXKaT
OONroBpeMeHHbIM 3anacoMm. MNpu nx pacnage obpasyeTcd MHOMo
BOCCTAHOB/IEHHbIX MEPEHOCUYMKOB, KOTOPbIE 3aTeM NAOyYT

B ObIXaTeNbHYIO LieMb.

AMWHOKMCNOTDI

YHacCcTb aMMUHOKUCNOT MOXXET MUCMOJ1b30BaTbCA KaK MCTOUYHUK SHEPTINHN,

ecnu NoCcTyniaeHme gpyrmx BeLlecTB orpaHmnyeHo. CHadana oHu
NNLLAOTCA aMUHOTPYMMbl, @ 3aTEM BKJ/1HOYAOTCA B OOMEH.

NepeHOC s3Heprnm

Bo BpeMda oKMCcNneHMda aToMbl BOOOPOOA N 2JTEKTPOHDI
nepeHocatcda Ha NAD+ n FAD. Tak ob6pasytotca NADH
M FADH2, koTopble 0OCTaBAOT SHEPrnto ganblie.



JTanbl NMuUKoJIn3a

NMoarortoBKa rnoOKoO3bl

B umntonnasmMe MosieKkysa roKo3bl
nocnenoBaTesibHO MOAroTaBAMBAETCSH
K pacLlenneHunto. Ha atom atane
KJIeTKa TPAaTUT YaCTb SHEPTIUN, YTOODI
coenaTb NpoLecc HeobPATUMBbIM.

PacwensneHue
LLlecTnyrnepogHaa Moiekyna

PacCllafaceTCH Ha OABe TpeXYyrJ1iepoOHble.

B pe3ynbrate popMUPYIOTCH NMNPYBAT,
Hebonblloe Konmyectso ATO
N BOCCTaHoBNeHHbI NADH.

Nror

MMKONM3 3aBepLUaeTCs
06pa30BaHMEM OBYX MOMEKY/T
NMpyBaTa. DTO OaEeT KNeTKe NepBbin
SHEePreTnYeCcKMm BblUIrPbILL
1 MaTepwman onga gasbHenLwero
oKMcneHua.



2Ta YnNCTad I'Ipl/l6blﬂb HeBEJIMKa, HO MMEHHO OHAa

MO3BOJIAET KJIETKE BbICTPO MONYYUTb SHEPTUIO
00 BKTIOYEHUA MUTOXOHOPUWN.

LLIKO/IbHbIW KypcC 6MO/'IOI'I/II/I,' 3He,OI'eTI/ILIeCKMVUI UTOI ITIMKOJ1134A.




[MNKOJIN3 KaK nocfieaoBatTeNibHOCTDb LUAros

Tpu nocnepoBaTeNnbHbIX 6/10Ka NMUKOIN3a: NOAroTOBKa, pacLueneHue n o6pasoBaHMe NMpyBaTa C BbIXOAOM
3Heprum.

Ha4alio pacuernzieHne




MupyBaT n MUTOXOHAPUSA

Nepexon B MUTOXOHAOPMUIO

[Tocne rmmkonmsa MNMPEYBaT NMOCTYIaeT
B MUTOXOHOPWIO, rde rnpeBpallaeTCH

B coeamnMHeHme, BKJTloHaeMoe

B Oa/ibHeMLmne PeaKUMNN OKNCITEHUNGA.
2DTO CBA3bIBAET LUMTOMSIAa3MaTUYECKNI
7 MVITOXOH,EI,pl/Ia}'IbeIl;I STarnbl obMeHa.

OKucneHue yrnepopaa

B umkne Kpebca yrnepoaHbl cKenet
MOMEeKYJ1 MOCTEMNEHHO OKMNCNAEeTCA

0o CO2. OoHOBPEMEHHO aHepPrung
3anacaetca B popme NADH mn FADH?2
On4a cnenytowero atana.

CBdaA3b 3TAnosB

MuToxoHOpPUMA paboTaeT Kak cMcTemMa
nocnegoBaTesibHbIX CTagMM: YEM
NoJIHee OKMCIaeTCca BeLLEeCTBO, TEM
OOo/blLLEe BOCCTaHOBMEHHbIX

NePEHOCYMKOB M TEM BblLLUE OO
Bbixoa ATO.

FADH2



2 06opoTa

Ha oaHy MoneKkyny
rMIOKO3bl MPUXOAUTCS
no oaHOMY O060pOoTyY
Ha KaXXAbin aueTun-KoA.

Linkn Kpebca paet HeMHoro AT®O, Ho obecneymBaeT
OCHOBHYO YaCTb BOCCTaHOB/TEHHbIX MEePEeHOCYUMKOB.

LLIKO/TbHbIV KY[PC 6MOIOrmn; U3 OAHOM [TTFOKO3bl 06pA3YyOTCH ABA ALeTn/1-KOA.
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Kak abixaTenbHas Lenb NpeBpallaeT SHeprmio 3aNeKTPoOHOB

B MPOTOHHbIN rPaAUEHT

SneKTpoHbl B 6enKoBomn acTtadeTe

Ha BHYyTpeHHeN MeMbpaHe MUTOXOHAOPWM BbICTPOEHA
Lileniad Luenb 6enKoB-nepeHoCUYMKOB, C/TOBHO acTadeTa.
INeKTPOHbLI, NpnHeceHHble NADH mn FADH?2, nepexondar
OT OOHOI0 3BeHa K ApyromMy, a BblgengemMasa npuv aTom
SHeprma Ncrnosibsyetca O/,19 HakavyMBaHMA NPOTOHOB

B MEXXMeMOpaHHOE MPOCTPAHCTBO.

NMnaBHOe BbICBOOOXAEHME dHeprum

Kakgbl MepeHOoC 3M1eKTPOHOB MOXOXX Ha CMyCK

MO CTYMEeHAM: YaCTb SHEPIMM OCBOOOXKOaEeTCH
MOCTEMNEHHO, a He cpa3y. bnarogapa aToMy KNeTka

He TepaeT ee B BUAE TEMN/a, a HanpaB/deT Ha co3gaHue
YCNOBUMW ONnga éyayuiero cuHtesa ATO.

NMPOTOHHbLIM 3anac Ana pab6oTbl

3a MeMOpaHOM BO3HMKAET PAa3HOCTb 3apsaa0B

N KOHUEHTPALMN, KOTOPYH MOXXHO CPaBHUTb

C HAaTAHYTOM NPY)XMHOW. YeM 60/blue MPOTOHOB
HAaKOMJJIEHO CHaPY>XXM BHYTPEHHEN MeMbpaHbl, TEM
CUNbHEE CTaHOBUTCH SHEPIreETUYECKNI MOTEHLMAN,
FOTOBbIV 3anyCTUTb o6pa3oBaHmne ATO.

1



1. MocTynneHue aNeKTpoHOB

NADH 1 FADH2 nepenatoT 2N1eKTPOHbI
6enkam abiXxaTenbHOM Lenu

Ha BHYTpeHHen meMbpaHe
MUTOXOHOPUN.

2. Co3aaHuMe rpagumeHTa

3Heprmq nepeHoCa NCroJib3yeTCH
AONA nepeKaydykm rnpoToHOB

B MeXXMeMbpaHHOe MPOCTPaHCTBO
M HaKoMMeHMna rpagmneHTa.

f

B MUTOXOHAPUMN

3. CuHTe3 ATO

[1pOTOHbI BO3BpallatoTca yepes ATO-
CUHTA3y, M 3TOT NOTOK 3anycKaeT
npucoeamHeHme pocdarta Kk ALD.

12



Kmncnopon HeobxoamM Kak KOHEeYHbIM aKLLEeNTop
SNEKTPOHOB: 6e3 Hero gbixaTenbHaga Lenb He paboTaeT,

a OCHOBHA4 YaCTb 2HEPTUU IMOKO3bl HE MPeBpPaLLAETCH
B ATO.

LLIKO/IbHbIW KypcC 6uosiornm: Tema «KnetoyHoe gbIXaHUe»




nopoaa

1. 2. 3.
1. 3aueM OHO HY)XXHO 2. J1TaKTaTHbIXA BapUaHT 3. CnNpTOBbIN BapUaHT
Korgoa KMcnopoda He XBaTaeT, [Mpn NaKTaTHOM BPOXKEHUNI [Mpn CNNPTOBOM BPOXKEHNI
KMeTKa He NpeKpaLllaeT paboTy NMpPYyBaT MPUHMMAET STIEKTPOHDbI NMpPYyBaT pacragaeTcy
NOSTHOCTbIO. OHa N NpeBpaLlaeTcd B MOMTOYHYHO C 06pa3oBaHMEM 3TaHO/Ma
NnepekKtYaeTca Ha bpoxkeHune, KMcnoTy. Takon NyTb OCOBGEHHO N YINEKMCIOro rasa. 2ToT NyTb
4TOObI BOCCTaHOBUTL NAD+ XapakKTepeH 04 MbllIe4YHbIX LLUIMPOKO N3BECTEH Y OPOXIKEN
N COXPAaHWTb Xo[a MMKOn3a, KNETOK MNP MHTEHCNBHOW N NEXWUT B OCHOBE
MNYyCTb 1 C MUHWMMaAJTbHbIM Harpyske n ojad HeKOTOpPbIX xneboneyeHna 1 BMHoOOEeNuS.
SHEPreTUYeCcKMM pe3yrbTaTOM. MNKPOOPIraHM3IMOB.

-

L4

4.

4. aBHaa PyHKUMUSA

OO6LWMIM CMbICST BPOXKEHUS

He B 60blIOM Bbixoge ATD,

a B Moggep»XaHmm paboTbl
rnmkonmsa. MMeHHo
BOCCTaHoBMeHMe NAD+
MO3BOAET K/IETKE BPEMEHHO
nepexxmTb 4edurumT KMCNopoaa.

e

T




CpaBHEeHMe a3pobHOro h aHaA3pPoOObHOro nyreu

Tabnunua NokKasbIBaeT, YTO NyTb MOJSIYYEHUA SHEPIrnK
3aBUWCUT He TOSTbKO OT YCNOBUM cpebl,

HO M OT YCTPOWUCTBA KJIETKN. HYeM MosIHee OKUCTIeHME MyTb Ycnosuda Bbixog AT®
MIOKO3bl, TEM BblLLe Bbixog ATO.

A3P00OHbIN O, ecTb 30-32
A3p0bHOE AblXxaHMe HaMHOIro adPeKTUBHEE,

HO 6e3 KNCJIT1OPpOAOa KITETKa MOXXET BpeMeHHO AHaA3POOHbIN

O> HeT 2
ONnmpPaTbCH TOJIbKO Ha 6po>+<e|—|1/|e N ITTTNKOJTNS.

LLIKOTbHbIN KYPC 6l/IOﬂOFI/Il/I; O6LLI,erIpl/IHS:ITbIe SHa4YeHNH SHepPreTn4eCKoro Bbixoda NoKO3bl



Kyna yxoaut sHeprua ATO

CuHTE3 6enka

CUHTE3 BENKOB TpebyeT aHePrMmn Ha obpa3soBaHMe NenTUOHbIX
CBA3en, paboTty pmbocomM n nepemMelleHmne PHK. bes ATO kneTka
HE CMOXXET BbICTPO OOHOBNATL PEPMEHTbI N CTPOUTb HOBbIE

CTPYKTYPbI.
AKTUBHbIU TPaHCMNOPT

MeM6paHbl MoAOePXUBAIOT Pa3INYMNA KOHLEHTPaLWNM MOHOB,

a Hacoc Na+/K+ MocTosgHHO MepeHoCUT UX NPOTUB rpagneHTa. ToT
NPOLLECC KPUTUYECKWN BarkKeH O/19 BO3OYyOMMOCTU KITETOK

N CTaBUNbHOCTU BHYTPEHHEMN cpeabil.

MbiLLeYvyHaqa paboTa

COKpaLLI,eHl/Ie MblLLL, OCHOBAHO Ha LMK/e B3aMMOOENCTBUA

aKTWHa U MMO3UMHa, roe ATD 3anyCcKaeT M 3aBepLUaeT Ka)Xabl LUar.

[MosTOMY MPKY gedunumUTE SHEPTNM OBUIKEHME ObICTPO OCnabeBaeT.

Opyrune sHeprosaTtpaTbl

[JeneHune KNeTku, ABMXeHne pecHnYeK 1 pabota MeMOpaHHbIX
MNEePEHOCUYMKOB TOXKE 3aBUCAT OT ATD. 3TK NpoL,ecCbl OCOBEHHO
YYBCTBUTESIbHbI K HAPYLLUEHUNIO SHEPreTUYeCcKoro ooMeHa 1 6bICTPO
3aMeansarTca npu ero coboe.
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Bbl60Op 3HEpreTU4YeCcKoro nyTu B KJ1ieTKe

NMyTb 3aBUCUT OT HATN4YUA KnUcnopona m HOTPGGHOCTM KINeTKU B SHeprmum

ecTtb O, noBblllaeTcsa




OCHOBHbIe MecCcTa 3HepreTuyeckKoro obmMeHa B KJieTkKe

*

LinTonnasma v 6bICTPbIN CTapPT

[MTMKOMNM3 NPONCXOANT B LMTOMMA3Me, MO3TOMY
KN1eTKa MOYXET ObICTPO MONYyUYNTb HEOOMbLLOE
Konnyectso ATO NouTK cpal3y nocne noctyrnjieHus
rOKO3bl. 9TO OCOOEHHO BaXKHO

MNPV KPAaTKOBPEMEHHOW HEXBATKE KMCOPOOaA.

BHyTpeHHAa MeM6bpaHa U rpaaAueHT

I bIXxaTenbHaga Lenb PacroioXXeHa Ha BHYTPEHHEN
MeMbpaHe MUToXoHapwun. Ee 6enkm cosgatoT
MPOTOHHbIN MPAOAMEHT, KOTOPbIN 3aTEM UCMOMb3YyETCH
ana pabotbl ATD-CMHTa3bl M MAcCOBOIro cMHTe3a ATO.

O

MaTpUKC U NOJTIHOE OKMUCIIeHUue

LiInkn Kpebca naet B MUTOXOHOPWMAaTIbHOM MaTpPUKCe,
roe yrnepogHble coegHeHMa NoJIHOCTbIO
okuncngatotca oo CO2. 3goecb popMumpytotcad NADH

M FADH2 — OCHOBHble MNepPeHOCHUMKM IMTEKTPOHOB
ONga cnenyrollero atana.

NMoueMy 310 YAO6HO

PasgeneHume 3TanoB Mo pa3HbIM KOMMapTMeHTaM
nenaet obMeH SHEPIrnMM TOYHBIM N 3PPEKTUBHbBLIM.
KneTka oaHOBPEMEHHO COXPAaHAET CKOPOCTb
MKOSIM3a M MOSTyYaEeT BbICOKUM Bbixod ATOD

B MUTOXOHOPUSX.
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~ Bbixog AT®
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A3p0o06HbIii NyTh AHa3p0o6HbIN NyTb

[MyTb

LLIKONBbHbIN KypPC 6MONOrnmn; obLLENPUHATbIE 3HAYEHNA SHEPreTUYEeCKOro BbIXo4da MMoKO3bl







