Tpw ocrarTka
hoCcHOPHOIA KMCNOTHI
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Puc. 61. CxeMa KHeJ0poAHOro sTana KAeToHHOro AbIXaHHs







Puc. 6. Crpoensie MUTOXOHAPII.
- Hapy:KHas MemOpana:
- MEKMEMOPAHHOE NPOCTPAHCTBO;
- BHYTPCHHAR MeMOpana;
- KpHCTa:
- MaTpHKC;
6 - pnbocoMbl;
7 - BRIOUCHHA:
8 - konbuessie JIHK:
9 - rpuboBHaHBIE TENA
(ATD-curTeTa3HbIiT KOMIUIEKS).

I
2
3
4
5




carbohydrate
(high chemical energy)

solar
energy

Chloroplast Mitochondrion

%X% ssalo

CO, + H,0 for cells
(low chemical energy)
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Muroxonapus  Xjgoporiacr

Crpoenue xnoponnacra
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BHELWHAA
membpana

MuTtoxoHApUM

- DyHKLMS

YyacTBYIOT B NpoLecce KNeToOUYHOro AbixaHus,
3anacas Ana KneTkn aHepruto B enge AT

KonunyecTtBo B

KneTke

OT eanHUL (cnepmaTo3onbl, HEKOTOpbIe
BOAOPOCHN, NPOCTelLLNE) A0 ThbICAY (KNETKN
neyeHn, MbllleYHble KNeTKn)

CTtpoeHne

2 MembpaHbl, BHYTPEHHEee coepXnumoe —
MaTpUKC

HapyxHasa memBpaHa rnagkas, BHYTPEeHHANA
obpasyeT MHOrouYncrieHHble BbICTYMNbI N
neperopoakn — KpUCTbl, MMeLwme 6onbLyro
NOBEepPXHOCTb

Ha kpucTtax nponcxoaaT npouecchl
BHYTPEHHEero AbIxaHug

OcobeHHoCcTHN
CTPOEHUA

NmetoT cobcmeeHHy 0 2eHeMuUYeCcKyo
cucmemy, obecneunsaroLyo camoyaBoeHne
nnactng

Monekyna [HK, kak y npokapunoT, umeet
chopmy 3aMKHYTOro Konbua







. LTOC — HUTB U YOVOPOC —
a) — JAByYMEMOpaHHas rpaHyJisipHas



MutoxoHapumu — oByMeMOpaHHbIe
opraHounabl KNeTku:

BHewHas membpaHa rnapgkas

BHyTpeHHss MeMmOpaHa o6pa3yeT KpUCTbI

BHyTpeHHee coagepXumoe — MaTpukc
B martpukce: |

pnbocombl

OHK

PHK

| cbepMeHTbI
(v Ha Mmemb6paHax)




"

BCe xneTiH Howero
OPraKKH3MA COABPXAT
MHTOXOHAPMM = KPOLUSYHbIS
"MCTOYHHKM IHEP MK
MHTOXOKOPHA HMEET
CODCTBAHHO® HEBONLILOS
xonwyecreo AHK
CHHTE3HPYIOWWLSH DanKM
HeODXORMMbIE ANg
BLIDODOTKH IHBPTMM KNETKMH
BCE MHTOXOHADPMM ~ KONMM
100000 rex, xoropsie
HOXOARTCH B MATEPHHEK OH

¥ AHUGKNOTKE B MOMEHT

3040THY. Cnepua oTUQ ToK
COMBPXHMT MHTOXOHOPMM, H
OHM NOMMOBOIT, K OK TOABKOD
NONOACIOT B AHLSKNETKY.
MHTOXORGOPMH OT MATEPM
NOPEAaIOTCS M AOYEPH , 4
ChiHY, HO TOABKO 04 MOXE
NEPBAATE HX CBOMM [ETAM.
Ha GOT0: CNepmOoTo 30MA,
NPOHKHKOKO WMH B SHLBKNETK



IKpocKonuyeckas potorpadums,
IoLWasa MUTOXOHOPUU YerioBeKa B
nepe4yHoM ceyeHumn.



(MU

pen
AsT PA3BE jasI CETh
Hz[ppm 06pa3 forras
€HHYIO CTPYKTYDY.

>

Bcrpeuaercst B monepedHo-
ITOJIOCATHIX MBIIICYHBIX KJIETKaX.



MbiLleyHoe BONOKHO

MuToxoHapuu
Capkonema
(obonouka)

CapkonnasmaTuieckui
PETUKYNYM 1 Kanunnspbl




konbuesaa OHK

KpUCThI
cUuHTe3 ATO®

©uocuHTes'

BHYTPEHHASA Genkos

— membpaHa

S ) -

& N, ( = ._,-" s,

4 - Y 3
% " )

MaTpUKC BKHOYEHWUS

BHELWHAA memOpaHa

MeXMeMOpaHHbLIM MaTpPUKC




HUS), TAK U TETEPO BIX
HbIE, TPUOBI) OPraHU3MOB.

HOBHAsl (PYHKIIMS CBSI3aHA C
HAEM OPTaHUYECKUX

€HUUW U UCIIOJIb30BAHUEM
OCBOOOXKAAOIICHCS ITPU PaCajie ITUX
COCAUHEHUN SHEPTUU, TIPU CUHTE3E
MoJiekya AT®. MUTOXOHIPUM -
SHEPTETUYECKUE CTAHIIUN KJIETKH.
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TOXOHAPUHU OPTraHEIIbl BCEX DYKAPUOTUUECKUX KIIETOK,
epU3YIOIIECs OOUINEM BHYTPEHHUX MEMPaH.

aHbI- BHEIITHSSA M BHYTPEHHSS - OTJCIISIIOT UX OT

1 00pa3yroT OONBIINE BHYTPCHHNE KOMIIAPMEHTHI,
CXOJISIT PEAKIIMN OKUCJINTEIbHOTO
(opuiupoBanus. B pesynbrare 3THX MPOIIECCOB IHEPTUS
PEeaKIyii OKUCIIEHUS MPE0Opa3yeTCs B SHEPTHUIO, 3aKIFOUCHHYIO
MOJIEKYJ1ax afeHo3uHTpUudochara (ATP). IIpu sTom
TOXOHJIPUH UCKITIOYUTEIBHO 3(D(PEKTUBHO UCTIOJIb3YIOT

apa 1 )XUPHBIC KUCIIOTHI.

TOXOHipuu (rped. Mitos — HUTb, chondros- 3epHO)

MalOT B 9YKapHMOTHUYECKHX KJIETKaX 3HAYUTEIbHYIO YacCTh
[UTOIIa3MBL. I1071CYETHI IOKA3EIBAIOT, YTO HA OJHY
MEYCHOUYHYIO KJICTKY IMPUXOAUTCS OKOJIO ThICSIYM MUTOXOHIPHIA.
910 npumMepHo 20% o0111er0 00BbEMa UTOIIA3MbI M OKOJIO
30-35% oOmiero konuuecTBa Oelika B KieTke. B kieTkax
3€JICHBIX PACTCHUM MUTOXOHAPHUM MEHBIIIE, YEM B KJIETKaX
KUBOTHBIX.




LBymembpaHHbIe opraHouabl. MuroxoHa pum

AHa3pobhuil revepoTpod MNepsas xu80THaN KNeTka

baxrepuanoHbin

HOTOCUHTETHK // /

Axaspobuan BaxTepus

Cor nacHo runotese cumbruoreHesa, MUTOXOHAPUX NPOU30W NN OT
b6aKkTepuin-okucnutTenein, BCTynuslWwmnx B cuMbnos ¢ aHaspobHON KNeTKOo .



[lponcxoxpeHue

B cooTBeTcTBUH C TEOpUEH
CUMOMOreHe3a, MUTOXOHIPUU
MOSIBUJIACH B PE3YJIBTATE TOTO,
YTO IIPOKAPUOTHI, KOTOPHIC HE
MOIJIM CaMH HUCIIOJIb30BaTh
KMCIOPO/1 IJIsl TEHEPUPOBAHUS
SHEPIHM, 3aXBATHIBAIIN
OakTepuM (IIPOTreHOTHI),
KOTOPBIE MOIUIX 3TO Jienarh. B
MPOLIECCE PA3BUTHUSA TAKHUX
OTHOIIIEHUM MTPOTEHOTHI
NepeIai MHOXKECTBO CBOUX
T'€HOB C(POPMHUPOBABIIEMYCH,
OJrarozapsi MMOBBICUBILIEHCS
3HEProd(pPEeKTUBHOCTH, SAPY
TENEPh YIKE FYKAPHOT.




€HOM KOAUPYET KOMIIOHEHTHI COOCTBEHHOM
MHTE3a 0€JIKa, MHOTHE (DEPMEHTHI U OCJIKHU,

bIC 1151 X (PYHKIHH, KOQUPYIOTCS

pOMoco aMu, CUHTE3UPYIOTCS B KJIETKE U TOJBKO IIOTOM
PAaHCHOPTUPYIOTCSA B OPTAHEILIBI.



Mepbl MUTOXOHOPUMN.

OBLIIN OIIMCAHBI CIIIE

BOM MHUKPOCKO
HBIE MUTOXOHJAPHUH

aBJISIOT COOO0M LIMIIMHAIP
TpoM 0,5 MKM U JiIMHOM 10 1

Y Pa3HBIX OPraHU3MOB JJIMHA
MUTOXOHJIPHUI KOJICOIETCS B
3HAQYUTEIILHBIX IIPEeeaax — OT 7 110
10 MKM.



|JO)KeEHe MUTOXOHAPUU B KreTKe

MUTOXOHJPUM B KJIETKAX OMPEICIACTCS IBYMS
IIEPBBIX, OHA 3aBUCUT OT PACITIOJI0KCHUS
KJIETKY W BKJIFOYCHUN. B pacTUTEIbHBIX
KJIETKaX MATOXOHJIPUH OTOJIBUTAIOTCS
)AJIbHOU BAKYyOJIbIO, B KJIETKaX
MCTEMBI OHU PACIIONaralorcs 0oJiee UM MEHEeE
OMEPHO. B faessmmuxcs KIEeTKkax MUTOXOHIPUH
OJIararoTCsl Ha NepuQeprum - UX BBITCCHSIET BEPETCHO

TOPBIX, MUTOXOHJIPUHU CKAIJIMBAIOTCS B
3aBUCUMBIX YYaCTKaX KJIECTKH. B CKEIETHBIX MBIIIIAX
OHH PACIIOJIAraroTCa MEXAYy MUKPOPUOpUILIaMH, Y
MPOCTEUIITNX CHAOXKEHHBIX PECHUYKAMHU, OHU JIE)KaT B
OCHOBAaHHUHU PECHUYEK I0]I MIa3MaTHYECKON MeMOpaHoi. B
HEPBHBIX KJIETKAX OHU HAXOASATCS OKOJIO CHHAICOB, TJIC
MIPOUCXOJIUT TMEPeIada HEPBHBIX UMITYJIbCOB.



i

UuToxXoHapuaiabHaAa [ITHK

iITprKce MuToxoHapuasnibHas JIHK npencrasiser
BIIEBYIO JIBYCITUPATIbHYIO MOJICKYITY, B

yI0 pazMmep 16569 HyKIeoTuIHbIX T1ap,

5 pa3 menbie JIHK, 1okan30BaHHO¥ B
nenoM MutoxoHapuanbaas JJHK xoxupyer 2 pPHK, 22

|3 cyObeauHunIl (PEPMEHTOB AbIXATEIBLHOMN IIEIH, YTO

T HE 00Jiee MTOJIOBUHBI OOHAPYKMBAEMbIX B HEl OenkoB. B
1, [OJI KOHTPOJIEM MUTOXOHAPAIBHOIO TEHOMA

s ceMb cyobeauHuI] AT®-CUHTETa3bl, TPU CyObEeIMHUIIB]
ATOXPOMOKCH/Ia3bl U OJIHA CYyObEAMHUIIA YOUXUHOI-IIUTOXPOM-C-
peaykTasbl. [Ipu 3ToM Bce Oesikr, KpoMe OJTHOTO, IBE PUOOCOMHBIC U
mects TPHK Tpanckpubupyrorcs ¢ 6oiee TsokEnon (HapyKHOM)
nenu JHK, a 14 npyrux TPHK n onqun 0esiok TpaHCKpUOUPYIOTCS C
Oosee IErkoi (BHYTPECHHEH) IICIIH.



TOXOHJIPUU

u"f;

MexmembpanHoe
NPOCTPaHCTBO




CybrveguHn
NADH-peruaporeH

\
.




CTpoeHne MUTOXOHAPUN

g
:

2
:




CocCTaB U CTPOCHUE

OyHKIMNNA:




TPACTPYKTYpPa MUTOXOHAOPUN

METOIbI ITO3BOJISAIOT
UTOXOHIPHUU BCE

_ AKHUMOE MEeKMEMOPaAHHOIO
IPOCTPAHCTBA,

* BHYTPEHHIOI0 MeMOpaHy
1 MaTPHKC.



€TCsl B TOM, YTO B JIUIIHTHOM

J0€ OH 00pa3yeT LIUPOKHUE

(uiIbHBIE KaHANBI. B crity yero,

Hasi MeMOpaHa HaIIOMHUHAET

YHA IIPpOHN3aHa

YUCJICHHBIMU ITOpAMU, Yepe3

€ B MEKMEOpaHHOE

| IPOCTPAHCTBO MOI'YT IPOHMKATH BCE
MOJIEKYJIbI Maccou 10 10000/1a.
Bxirouast HeOoJbIINE OCIIKHU.

B cocTaB 310l MeMOpaHbl BXOAAT
TaK>Ke (DEPMEHTHI, YUACTBYIOIIIUE B
CUHTE3€ MUTOXOHIpHAJIbHBIX
JTUTHUIOB.



| VHGM

MexmemopanHoe
NPOCTPAHCTBO

A. CTpykTypa MUTOXOHAPWA

SN - -
DNA &8 HHEA

ATF

NePeHoCHnK

(MEPMEeNTbI

OKMCIn- -

TENLHOrO
merabonuama

“AbiXaTeNb: : |
Has uenb W
DO (S snyrpumen-

MATPUKC

| —

. M KpeaTHi- \
cHHTasa L kiHasa
O

» JoiE




eIeCcTBa
aHHOTO
IPOCTPAHCTBA OJIM30K K

LUTO30JIIO. wetEpara

BHyTpexHas
Membpana

Mexmembpannoe
NPOCTPaHCcTao

JHUM 13 OCIKOB, COACPKAIIL T
HUXCSl B MEXKMEMOPAHHOM

TPAHCTBE, ABJISCTCSA
OJIUH U3

KOMITOHEHTOB NBLIXaTEILHOU 1ETTU
MUTOXOHIPUM.

MexkmMeMOpaHHOE MPOCTPAHCTBO



BHyTpeHHsia MeMOpaHa

s MeMOpaHa OTpaHUYHBaCT
o4yee MPOCTPAHCTBO

Buewnaa membpana

THYECKHA HEIIPOHHUIIaeMa JIJIsl HOHOB.
TaB MEMOpaHbI BXOISAT BXOMST
TpPEX IJIaBHBIX THUIIOB.

, Karaan3upyronue
TEJIbHBIE PEAKIINY B JIbIXATCIbHOU

e
' 2-(pepmentHbIc KOMILTEKCHT AT®-

CHHTETAa3bl, UTPAIOIIKE KIFOYEBYIO POJIb B
oopazoBanuu ATO.

3- cnenuduYecKre TPAHCIIOPTHBIE OCIIKH,
PETYIIMPYIONINAE TTEPEHOC META0OJIUTOB B
MaTPHUKC W BBIBOJI U3 HETO.



COIEPKUAT
HTPUPOBAHHYIO

7 OKUCJIEHUS ITMPYBAara,
HUPHBIX KHUCJIOT U
MEHTOB ITHKj1a Kpeoca.
'BCEro Oenka
TOXOHAPHUM IIPHUXOIUTCS
TPUKC.

B Marpukce MUTOXOHAPHUM
COACPIKUTCS COOCTBEHHAs
JITHK, oTmuaromascs ot
anepaoun JIHK Tom xe
KJICTKH.

Marpukc

Mitochondria Structural Features

Inner
Membrane

Quter
Membrane

Cristae

Matrix

Figure 1
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DYHKIIAY MUTOXOHAPUH

HOM (DYHKIMEH MUTOXOHAPUM BJIsieTcsa cuHTe3 ATD —
IbHOW (POPMBI XMMUYECKON YHEPTUU B JIFOOOU KUBOU

U Y IPOKAPUOT, TaHHAS MOJICKYJIa MOXET
1 IByMsL Iy TAMU: B PE3YIIBTATE CyOCTpaTHOro

I/IKOJII/ISG) WK B IIpoliecce MeMOPaHHOTo (GochOpUINPOBAHUS,
13aHHOI'0 C MCHO0JIb30BAHUEM YHEPTUM TPAHCMEMOPAHHOTO

OXOH/IpUH peaan3yloT 00a 3TH IMyTH, IEPBBIN U3 KOTOPHIX

DAKTEPEH JIJIsI HAYaJIbHBIX IPOIIECCOB OKMCICHUS cyOcTpara u

ICXOJUT B MATPUKCE, & BTOPOU 3aBEPIIACT MPOIIECCHI

' SHEProoOpa3oBaHus M CBSI3aH C KpUCTaMu MUTOXOHipui. [1pu
9TOM CBO€0Opa3re MUTOXOHIPUIN KaK SHEProoOpas3yroIux
OpraHeJll 3YKapuOTUYECKON KIECTKH OIPEICsieT UMEHHO
BTOpOM MyTh reHepanny AT®, monyynBIIMN HAa3BAHUE
«XEMHOCMOTHYECKOTO COMPSKECHUS.



yumonnasma

Uukn
Kpebca

FNKOKO3a

MUMOXOHOPUA

OkucaurenbHoe
dochopunuposanume




JIb DHEPIreTUYECKMUX CTAHIIUU

OLIECChI OKUCIUTEIILHOTO
€pPMEHTATUBHOTO

HUS Pa3JIUIHBIX BEIICCTB C

/FOIIMM HAKOIIJICHHEM DHEPIUM B BUJC
aneHosnHTpudocdara - ATD)

2) XpaHAT HACJICACTBECHHBI MAaTE€pHUaJl B BUJIC
MUTOXOHIprajibHOU JIHK.
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MutoxoHgpusn

.—.:"‘l‘.v - Artaka cBoboaH
CnupansHas AHK Paavkanos -




NTor

Y MPUCYTCTBYIOT BO BCEX IYKAPUOTUYECKUX KIIETKAX.

OHJIPUI COTMIOCTABUMBI C pa3MepaMM OAKTEPUAIbHBIX
M3MEHYMBA.

BAIOTCSI B SHEPTrO3aBUCUMBIX y4acTKax KJIeTKH. Ha ux
€ JPyTryue OpPTaHeIUIbl KIETKH, BKIIFOUEHUS,

OHIPHUS OKPYKCHA I CHEIHATN3HPOBAaHHEIMA MEMOpaHaMU,
€ 00pa3yroT 2 N30JUPOBAHHBIX MUTOXOHIPHUAIbHBIX
aMEeHTa - Me)KMEOpaHHOE MPOCTPAHCTBO M BHYTPEHHHI MaTPHKC.

Hsis MeMOpaHa GopMUPYET MHOTOYUCIICHHBIE KPUCTHI.
YKEHHE W YMCJIO KPUCT BapbUPYETCS B PA3HBIX KJIETKAX.

0l MemMOpaHe 0eJIOK IMTOPHH 00pa3yeT B JIUIUIHOM OMCI0E
HbI€ KaHaJIbl, Yepe3 HUX B MEXXKMEMOPaHHOE ITPOCTPAHCTBO
MOJIEKYJIbI.

~ Buyrpennss MemopaHa cogepkuT Gochoaunu KapIMOJIUIUH.

B Mmutoxonapusix cuaTte3 AT® nmponcxoauT Ha OCHOBE OKHCJICHUS
OpraHuYecKux cyocTparoB u GpocopunupoBanusd aaeHo3uHaupodara.

Pa3MHOXEHHE MUTOXOHIPUM, YBEINYCHHUE X YUCIIA B KIIETKE ITPOUCXOIAT
IyTEM POCTA U JICTICHUS.
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M3 — (DEPMEHTATUBHBIN IIPOLECC
ATEJIBHOTO PACIICIIIICHHS
Faliol{(ex]s = (DepMEHTATUBHBIN IIPOLIECC
OI'0 PACIICIICHUS TJIFOKO3EI B
KaxX, COMPOBOMKMAIOIINICS CHHTE30M
2L} — (bepMEHTATHBHBII MIPOIECC
ZI0BAaTENBHOIO PACHIEINIEHHS [TIOKO3bI B
AX, CONPOBOXKIAIIMUCT CUHTE30M AT .
U3 IIPpU a3POOHEIX YCIOBUSIX BEAET K
00pa3oBaHUIO

— (pepMEHTaTUBHBIN ITPOLIECC
[OCJIEA0BATEIILHOTO PACHICIICHUS IITIOKO3bI B
KJI€TKaX, COIMPOBOXKIAIOIUKCI CUHTE30M ATO.
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HOCUTEJIBHO PACIIPOCTPAHEHHOW MUTOXOHAPUAIBHOW MUOIIATUU, BCTPEYAFOTCS:

IbHBIN CaXxapHbIM AUA0ET, CoNpoBOXKAaronuiics rmyxotoi (DAD, MIDD,
— 3TO COYETaHUe, MPOSIBISIONIEECS B PAHHEM BO3pacTe, MOXKET ObITh
AUTOXOHApHrabHOoro reHa MT-TL1, Ho caxapHbIi TMA0ET U TIIyXOTa
aK MATOXOH/IpUAJIbHBIMU 3a00JICBAHUSIMH, TaK U UHBIMU

jeiiporniatust JIebepa (en:Leber's hereditary optic neuropathy
‘Xapaxrepy TIOTEPEH 3peHUs B paHHEM MMyOepTaTHOM IIEPHOJIC;

oM Bonbda-Ilapkuncona-Yaiita (en: Wolff-Parkinson-White syndrome)

HBIN CKJIEPO3 U MOAOOHBIE EMY 3a00JICBaHUS;

est (Leigh) nnu mogoctpas HeKpoTuszupyromias sH1edanomuonarus : [Tocne
PMaJIbHOI'O MOCTHATAJIFHOIO PA3BUTHS OpraHu3Ma 00JIe3Hb OOBIYHO pa3BUBACTCS
PBOT'O I'0JIa )KM3HU, HO MHOT/IA MPOSIBISETCS Y B3pOCbIX. boyie3Hb

JIaeTCsl OBICTPOM MoTepei PyHKIIMM OpraHru3Ma U XapaKTepU3yeTcs Cydoporamu,
HbIM COCTOSIHHUEM CO3HaHUS, JCMCHIIMEH, OCTAHOBKOM JIbIXaHHUS

» pHaJibHAs HeMporacTpOMHTEHCTUHAIbHAS dHIIehanonaTus en:Mitochondrial
neuroga testinal encephalomyopathy (MNGIE): ractponHTecTHHAIBHAS
IICEBA0OOCTPYKIINS U KaXeKCHen, HeponaTusi, SHIedaaonaTysi ¢ U3MEHEHUSIMHU O€JI0ro
BEIIIECTBA TOJIOBHOTO MO3Ta




