JHepreTuyecKun
obMeH B KNeTKe:

KUCTOPOAHbIN
3Tan —
K/1louEeBble TeMBbI

KncnopoaHbiv 3Tan — rflaBHbIM UCTOYHUK SHEPTUMK
ONA BCEX XXUBbIX KNETOK.



NcTopua nayuyeHus
K/1IETOYHOro AbiXaHuS

Jlywn [lacTep goka3an posib KUC0Poaa B OblXaHUU
KneToK. AnbbepT JleeHr oTKpbIN PYyHKL MM
MUTOXOHAPUN. CoBpeMEHHble METOObl PACKPbIN
6MOXMMUNYECKME MEXAHN3MbI SHEPIETUKM SYKAPUOT.




Ponb saHepreTnyeckoro obmMeHa B K/NeTKe

JHepreTnyecknini obMeH — COBOKYMHOCTb peaKLUUi, NpeBpaLLatoLLLmnX
XUMMYeckyto aHepruto nuwm B AT®, UICTOYHUK aHEPIrKM ONA
KU3HEOEATENIbHOCTU KIETKMN.

ATO® obecneumBaeT paboTy 6enKoB, TPAHCNOPT BELLECTB Yepes
MeMbpaHbl 1 Nogaep>>KaHne BHYyTPpeHHero MoHHoro 6anaHca.

DHepPrusa Hy><Ha o119 CUHTEe3a MONIEeKY/, AeNeHNA KNETKU U
noaaep>XaHus ee CTPYKTYPHbIX PYHKLIMIA.




MutoxoHapmmn —
dHepreTuvyecKme CTaHUUU KNEeTKHU

CtpoeHne MUToXoHapUn

MuToxoHOpUa oKpy»KeHa OByMSA MeMbpaHaMu, BHYTPEHHSAS
hopMUpPYeET KPUCTDI, rOe PacnosioXKeHbl PepPMeHTbl AblXaTeIbHOM
Lenu n cuHtesa ATO.

PYHKLUMMN N 0COBEHHOCTU

MwuTtoxoHapum obnagatoT cobcTtBeHHoM IIHK 1 cnocobHbl K
nenexHunto, obecneumBas KNeTKM aHeprmem, ocobeHHo aKTUBHbIE,
KaK MblLLEYHbIE N HEPBHbIE.




[TpeobnapgaHne KMCNoOpoaHoOro 3Tarna B
npoussoacree ATO

B rnvkonms T Linkn Kpe6ea [ KucnopopHbiii atan

KucnopopgHbivi aTan obecne4ymBaeT cBbile 85%
BCEW SHEPIUMN, NOTYHYAEMOUN U3 M1IOKO3bI B
dopme ATO.

2 dheEKTUBHOCTb KIE€TOYHOIO AblXaHUA BO
MHOIOM 3aBUCUT OT MOJZIHOL,EHHOM paboThl
MUTOXOHAPUN N KNCIOPOAHOIro 3Tana.

buoxnmua, 1. HenbcoH, M. Kokc (2020)



OcCHOBHbIe 3Tanbl KUC/TIOPOOHOIo
3Tana

Mukonus
Linkn Kpebca ObixaTenbHaa uenb

[1lponcxoguT B uMTONasme, rae roKo3a
npeobpasyeTca B NMpyBaT, YaCTUYHO

obpazya ATD n BocctaHaBnmnBaa NAD+
no NADH.

B MaTpukce MutoxoHgpun aueTtmn-KoA Ha BHYyTpeHHen MeMbpaHe MUTOXOHAOPUI
okucnsaetcs, obpazsytotca CO2, NADH w 3/IEKTPOHDbI MepenatnTca KMcnopoay ¢
FADH2 — nepeHoCYMKM 3NEKTPOHOB. obpa3oBaHMeM Boabl U cMHTe30M ATO.




CpaBHeHUe a3pobHOro n aHas3pobHoro
OKMCIEHUS IMI0OKO3bl

Tabnuua oTparkaeT K/toYEBbIE OTNINYNA B
KonndectBe AT®, MecTe peaKLUnM N KOHEYHbIX
NPOAYKTaX Mexxay ABYMSA TUNaMM OKUCIEHUS.

MapamveTp AHa3poOHoe A3pob6Hoe

AspobHoe abiXxaHue cyLlLecTBeHHO bosee

MecTo LinTonnasma MunToXoHapun
3HepreTnyeckn BbirogHo, MOCKOJIbKY
MCNONb3YET KUCTOPOJ KaK OKOHYaTETbHbIN
14 oA AT® 2 36-38
aKLEenTop 3/IEKTPOHOB.
[MpoAyKTbI Jlaktat/ataHon CO2 n Boga

Buonoruna, 10 Knacc



TpaHcnoOpT 21eKTPOHOB B
AblXaTe/IbHOU Lenun
MUTOXOHAPUN

NADH-pgerngporeHasa npuHuMaeT anekTpoHbl oT NADH 1 nepepaéer
NX B OblXaTeNbHYO Uenb, MHNLUMANN3NPYH NPOLLECC TPaHCMopTa.

YOUXUHOH CIYyXKUT NoaBnNXXHbIM NMNepeHOCHNKOM, CBA3bIBaA
rnocsiegoBaTtesibHble KOMITJTIEKCbI U obecneuymBas NOTOK IJ1EKTPOHOB.

KomMmnnekc b-cl n untoxpom ¢ cnocobCTBYIOT MEPEMELLEHUIO
3/IEKTPOHOB K LMTOXPOMY-OKCKaA3e, Aasiee KNCaopoay.

LInToXxpoM-oKcmaasa 3aBepllaeT Lenb, BOCCTaHaBNMBasA KMCN0pOa A0
BOAbl M CNOCOBCTBYSA CO34aHMIO MPOTOHHOIO rpagveHTa.



MexaHn3mM okucnmutenbHoro cochopunmnpoBaHus

MpoToHbI co3paloT AT®-cnHTasa ucnonb3yer
3ﬂeKTpOXMMM‘-IeCKMVI rpagpmneHT SHEepruvio rpagmeHTa

Bo BpeMsa TpaHcnopTa 3/1eKTPOHOB MPOTOHbI DepmeHT ATD-crHTa3a NponycKaeT
nepeKkavmBaloTCca B MEXXMeMbpaHHoe

NPOTOHbI 06PATHO B MAaTPUKC,
NPOCTPAHCTBO, CO3aBas Pa3HOCTb
KOHLEHTPAUWN N SNTIEKTPUYECKNI NCNONb3yA NX SHEPTNIO ANA CUMHTE3a

noTeHuMan, HeobxoaMMbI NS CUHTE3a ATO® 13 ALL® 1 HeopraHuyeckoro
ATO. docdaTa.




Linkn Kpebca: kntouyeBblie
peaKuumn n NpoayKrbl

Auetnn-KoA BcTynaeT B UMK/, OKUCIAeTCca ¢ obpa3oBaHMEM OBYX
monekyn CO?2 n BocctaHaBnuBatwwmx kocbepmeHtoB NAD+ 1 FAD.

NADH n FADH?2 cny>aT nepeHoCYMKaMm 31EKTPOHOB B
OblxaTenbHOM Lenun, obecneynBasa apdekTnBHoe nponssoactso ATO.

HpOMe)-KYTO‘-IHbIe coegnHeHNA UnKJ1a y4aCTBYHOT B CUMHTE3E
dMUHOKWNCJIOT N OPYTrnX HeO6XO,EI,l/IMbIX KJ1IETKE BELWECTB.
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O6pa3oBaHue n
TpaHcnopTupoBka NADH v

FADH?2

Bo BpeMsa rnmMkonmsa B UMTon1a3Me n nepexogHomn
PEeaAKLUM Y MOJIEKY/bI IMTIOKO3bl 0Opa3ytoTcs
BoccTaHoBMNeHHble kKodhepMeHTbl NADH, KoTopble
BNOCNeACTBUMN NEPEHOCAT 3NTEKTPOHbI B MUTOXOHAPUMN,

B umnkne Kpebca dhopmumpytotca He Tonbko NADH, Ho
n FADH2 — ewé ognH Ba>XHbI J,OHOP 3N1EKTPOHOB

ONA gblxaTeNbHOM Lenu, obecnevymBaloLLM BbICOKYIO
3P PEKTUBHOCTb SIHEPreTUYECKOro CMHTE3a.

2T BOCCTAHOBJ/IEHHbIE MEPEHOCUYUNKMN HAaNpPaBAAOT
3N1EKTPOHbI K PEePMEHTHbIM KOMIMJ/IEKCAM BHYTPEHHEN
MeMbpaHbl MUTOXOHAPWNA, rOe MPONUCXOONT KOHEYHOE
obpasoBaHMe AT®D, 3a CUET OKUCIUTENIbHOIO
dochopmnnmpoBaHums.




PacnpepeneHue aHeprmm rnpm oKNCIeHUu
rMIOKO3bl

Pacnpepnenenune monekyn ATO npu pasnmnyHbIX
3Tanax aHeproobmMeHa. bonbliaa YacTb aHeprum
BbICBOOO>XOaeTCA Ha KMC/IOPOQHOM 3Tane.

3HauynTeNbHada YaCTb IHEPIUM TEPAETCA B BUAE

Tenna.
3 OGpa3oBaHue
Tan
ATD
FnukKonu3 2 ATOD OcHoBHOW BKM1afg B obpazoBaHmne ATO BHocUT
oKMcnuTenbHoe hochopunmpoBaHme,
0 s
Linkn Kpe6ca 2 AT® obecneunBas no4ytmn 90% Bcen aHeprum ¢
FOKO3bl.
[bixaTensHas uenb U OKUCNTENbHOE 39.34 AT®
doochopunuposaHue

«brnoxumma» [1. HenbcoH, M. Kokc




3aKOHOMEPHOCTW
MCMNOJIb30BaHUA KUCopoaa B

KJ1IETKE

Kucnopopn aBnaeTca Ba*KHENLUM KOHEYHbIM aKL,EenTOpOM

. 3/1IEKTPOHOB B AblXaTe/IbHOM Lenu, 4To obecrneymBaeT NoJIHoe
OKUCJIEHNE OPraHNYEeCKMX BELLEeCTB U reHepaLmio
MaKCMMasIbHOIro KO/IMYECTBa SHEPTUMN.

KpoMe Toro, npucyTcTBME KNCNopoda npeaoTepallaeT
HaKoM/eHNE TOKCUYHbIX COeANHEHUN, TAKMX KaK MOJTOYHas
K1cnoTa, moaaep»KmBas cTabubHOCTb BHYTPEHHeN cpeabl
KNETKMU.



BnnaHue HapyLwleHNN KNCNoOpoOaHOro
3Tana Ha OpraHmns3Mm

[Mpn pedmnunte KMCNopoaa 3HaYUTENbHO CHMXKaeTca obpa3oBaHme
AT®, 4yTo NPMBOOUT K SHEPreTUYECKOMY AeddULUTY KNETKN U
HapyLeHMo eé PyHKLUMMN, 0COBEHHO B TKAHAX C BbICOKMM
MeTaboIn3MOoM.

Hakonnenune MPOAYKTOB HENMOJIHOIO OKNCJTIEHNA, TAKUX KAK J1IaKTAaT,
Bbl3blBAE€T KNC/TIOTO3 N yXyAOLWIaEeT BHYTpl/IK}'IeTOLIHbIl\/JI 6anch,
Bbl3blBaA NMoBpe>xxgeHm4d TKaHen n ,EI,VICCbYHKLI,VIM OpraHoOB.

HepocTtaToK KMcnopoaa NpmuBoAUT K HAapPYLUEHUAM B LEeHTPaIbHOM
HEPBHON CUCTEME N CEPOEYHOM MbILLLLE, YTO MPOABAAETCH NeMMNEN,
FMMMNOKCUEN N BO3MOXXHbIM Pa3BUTUEM HEKPOTUYECKUX NPOLECCOB.




YpnenbHoe noTpebneHune Kucnopopa
K/IETKaMM Pa3/INYHbIX TKaHEW

B YnensbHoe notpeb6neHue kucnopoga B TKkaHsax (Mn O2/r/MnH)
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7
Munokapa n nedyeHb 06/1a0al0T BbICOKOWM 6
NOTPEeObHOCTbIO B KMC/I0pOae, OTpaXkas
MHTEHCUBHOCTb OOMEHHbIX MPOLLECCOB U 5
HeobXoaAMMOCTb MOCTOAHHOIO CHabXeHu4
SHepruen. 4
3
Pa3Huua B pacxoge KUMCNopoaa MeXxay TKaHAaAMU
oTpa*kaeT X PYHKLMOHAbHYO 2
cneuvanmsayunio 1 aHepreTuyeckme
noTpebHOCTM OpraHM3Ma B LeJIOM. 1
0
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Perynauunsa sHepreTtnyeckoro
obMeHa Ha K1eTOYHOM YPOBHE

CucreMbl nepegaymn
CUIHaNoB, aKTUBUPYEMbIE

npu MU3NYECKMX Harpy3Kax,
3aMNyCKatloT AOMOJIHUTENbHbIE

KOoHUEeHTpaUna KMcaopoaa u
OOCTYMNHbIX cybcTpaToB
perynmpyeT MHTEHCMBHOCTb

Annocrtepuyeckas
perynayma ocyLlecTBnaeTcs
33 CUET COOTHOLWEeHnd

mMonekyn ATO, ADD u as3pobHbIX NpoLeccos,

peaKkuumn, noBblLLaoLWLMe
HALL+, Banatowmx Ha cnocobcTBYSA ONTUMAIbHOMY

NPOU3BOACTBO 3HEPrNnN NS
aKTUBHOCTb KJ/T1I0YEBbIX NCMOJ/Ib30BaHMNIO PECYPCOB

YO0B/ETBOPEHUA BO3POCLUMNX
hepMeHTOB KaTabonnsma. KNEeTKMW.

noTpebHocCTEN.
[OpMOHaNbHblE BAVNAHUA,

TaKMe KaK MHCY/IUH U
aflpeHaNINH, UBMEHAIOT
CKOPOCTb MeTabonmnyeckmnx
NPOLLeCccoB, aganTupys
SHEepreTn4ecKmnin obMeH K
COCTOAAHUIO OpraHmn3Ma.




Ponb sHepretnyeckoro obmeHa B
aganTauum  BbDKUBaHUN

CuHTe3 AT® u BoccTaHOBNEeHUe TKaHeu nocne
noBpeXXaeHNA

Bbicokuit ypoBeHb cnHTe3a ATO HeobxoauM ons
pereHepaumm KNeToK 1 BOCCTaHOB/IEHNA TKaHEW

nocne TpaBM. JHeprusa Noaaep*KMBaeT nNpoL.ecchl
neneHva n puddepeHUMpoBKK, obecrneynBas

3 heKTUBHOE UCLIENEHME.

DHepreTnyeckKasa aganTtauua npm cTPeccoBbIX
ycnoBuax

B ycnoBuax orpaHUYeHHOro nocTynjeHmnsa Kuciopoaa
OpPraH13M aKTUBUPYET anbTepPHATUBHbIE NYTU
SHepreTuyeckoro obMeHa, noaaep kmBas
>KM3HECNOCOOHOCTb KIeTOK BO BPEMS MMIMOKCUU U
Harpy3oK.




CoBpeMeHHble uccnenoBaHuUA:
3HepreTukKa n MeguLmHa

IlccnegoBaHMA MUTOXOHAPUAIbHbIX 3a60/1€BaHUM PacKpbIiBalOT
MeXaHW3Mbl HAaPYLLUEHNA KMCNOPOOHOro 3Tana 1 ero BIMAHMA Ha
CUCTEMHbIE MaTOJIOrMK OpraHn3Ma.

N3yueHne rmmoKcmMm B OHKOI0MMM 1 HEBPOJTIOT MK NMOMOraeT MOHATb
afanTaUMOHHbIE U OECTPYKTUBHbIE NPOLLECCHI B TKAHAX NPWU
nedunumnTe KMCnopoaa.

Pa3pabaTbiBatoTca HOBble MeTOoAbl 3aLUTbl MUTOXOHOPUM U
KOppeKUUU ObIXaHNUA Ha MONEKYAPHOM YPOBHE A1 y/y4lleHUs
Tepanuun passinyHbiX 3abosieBaHUI.
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[TpouMmeHeHne 3HaHNN O K/1IeTOUMHOMU
3HepreTnke B BMOTEXHOTONUN 1
cnopTe

OI'ITVIMM3aLI,MF| 6MOTEXHOTOrMYECKUX
npoueccoBs

NpUMeHeHMe KOHLEMNUNIA KNeToYHOro
AbIXaHWA ynydluaeT 3pPeKTUBHOCTb
dhepMeHTauMmM 1 NponsBoACTBa
aHTMOMOTNKOB, MOBbILWAA BbIXOA NPOAYKLNM U
CHW>Kana 3aTpaTbl.

PaspaboTka npenapaToB KoppeKuuu
m MeTabonusma

CO3,EI,aIOTCFI neKapcCTtBeHHbIE CPeOCTBa,

crocobHble BOCcCTaHaBNMBaTb

aHepreTnyeckmii banaHc Npu HapyLleHnax

KNETOYHOIo AblXaHNA N yNy4llaTb C*)YHKLI,M}O

TKaHEewW.

NMoBbllwweHne dhusnyeckomn
BbIHOC/IMBOCTU

NoHMMaHMe MeXaHM3MOB SHEPreTUYECKOro
obMeHa nosBondeT pa3pabaTbiBaTb
MporpamMmbl TPEHUPOBOK U NUTaHUA A4
yBeNMYEHUa YCTOMUYMBOCTU K Harpyskam y
CMNOPTCMEHOB.



3aKJvYeHune: 3HavYeHue
KUCNOPOAHOIo 3Tana ans
KJIeTKU U OPraHn3Ma

KucnopogHbin aTan aBnaetca doyHOgaMeHTabHbIM 015
MaKCMMalbHOro Nnpeobpas3oBaHMsA IHEPruun, NogaepKaHung
XNU3HEeOeATeIbHOCTU 1N afanTUBHbIX BO3MOXXHOCTEW KITETKU U BCEro
OpraHmM3ma.




