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(DYHKIMA MUTOXOHAPH



1. CywHoCcTb 06MeHa
BELLECTB



O6MmeH XM
Beé LI.I,eCTB obecney

KU3Hees]

NJi1acTUYECKMM -

COBOKYMHOCTb MPOLLECCOB dHepreTn4eCKkunu
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2. DJHEpreTM4YeCckmMm obmMeH

B xoZe saHepreTu4yeckoro obmeHa oobpasytoTt
MoJieKyibl ATO, rnaBHOro Makpo3pruveckor
BELLleCTBA K/ETKM.
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XapaKkTepUCTUKa MeTabo/IM3Ma
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OCHOBHOE CBOMCTBO }MBbIX CUCTEM
[ TaBHbIM NPU3HAK *KUBOIO OpPraHms3

O6beanHAET BCE XKM3HEHHble npoue
opraHm3me.
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O6MeH BellecTB B K/1eTKe
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OyHKUMU 6enlKoB, }KUPOB U YT

OpraHun4yeckue DyHUUU
BellecTBa

CTtpouTtenbHas,
depmMeHTaTUBHASA,

AsuraTtenbHas, 3aluTHasn,
TPpaHCnopTHas,

CTpouTenbHas, 3aluTHas,
3HepreTuyeckas,
TepMoperynsaTopHas

CTtpouTenbHas,
3HepreTudeckas, saujuTHas

Yrnesoabl




B3anMHoOe npeBpaljeHne
BewecTB B OpraHM3me

Yrnesoabl



PacwensieHne 6enkoB




PacwenneHue *XUpos
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MutoxoHapuu — osymeMbpaHHbIe
opraHouabl KNeTku:

* BHewHAs meMbpaHa rnapkas

* BHyTpeHHAs MembOpaHa o6pa3syeT KpUCTbI

* BHYTpeHHee cooepXumoe — MaTpUuKcC

* B maTpukce:
pnbOoCOMBI
OHK
PHK

chepMeHThbI
(v Ha MembpaHax)







MWTOXOHOPUA

MexmembpatHoe

NPOCTPAHCTBO Matpukc

BHyTpeHHss AT®-cuHTETas

membpara

BrewHas
membpaxa
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MuTOXOHAPUM

¢ MuTOXOHAPUM, KaK OpraHenibl
cuHTe3a AT xapakTepHbl A4
BCEX dYKAPUOTHUYECKMX KIETOK
KaK aBTOTPOMHbIX
((poTOCHMHTE3UPYIOWME pacTEHUSA),
TaK U reTepoTpodHbIX (}KMBOTHbIE,
rpubbl) OpraHM3MOB.

¢ WX ocHoOBHaA YHKUMA CBA3aHa C
OKMCNIEHMEM OpraHUYEeCKUX
CO€IMHEHMM U UCMOJIb30BaHMEM
0CBO6OXKAAtoLLENCA NPM pacnaje
3TMX COeMHEHUN SHEPIMU, NPH
CUHTE3e Monekyn ATO.
MuTOXOHAPUM - SHEpreTU4ecKue
CTAHUMUM KNETKMU.




¢ MUTOXOHAPUM OpraHeN/ibl BCEX SYKapUOTUYECK

XapaKTepM3yoLMecs 06MIMEM BHYTPEHHMX MEM

/lBe MeMbpaHbl- BHELLHAA U BHYTPEHHAA - OTAEN
LUMTOMNIa3Mbl M 0OPa3yOT BO/bLUME BHYTPEHHME K
B KOTOPbIX MPOUCXOAAT peakumMm OKUCIUTE/IbHOI O
dochopunmpoBaHma. B pesysbtate 3TMX npouecc
peaKkLMN OKUCEHNA Npeobpa3yeTcsa B SHEPruio, 3a
B MOJIeKynax ageHosnHTpudocdara (ATD). lMpu aT
MUTOXOHAPUN UCKNIOUUTESIbHO IPDEKTUBHO UCMNOJIb3
caxapa U XXMpHble KMCOTHI.

MutoxoHapuu (rped. Mitos — HUTb, chondros- 3epHo
3aHMMAIOT B JYKapUOTHMUYECKMX KNIE€TKAX 3HAYUTENIbHY
umTonnasmbl. NoacyeTbl NOKa3bIBAOT, YTO HA OAHY

NEeYEHOUHYI0 K/IeTKY NPUXOANUTCA OKOIO ThICAYM MUTOXOH
JT0 npuMepHo 20% obuero o6bema UMTonaasmMbl U OK
30-35% oblero KonnyecTtsa 6esKa B KneTke. B knet
3e/1eHbIX paCTEHUM MMUTOXOHZPUN MEHbLLIE, YEM B
YKMBOTHbIX.



Pa3zmepbl MUTOXOHAPWM.

¢  MuTOXoHApPUM BbIIM ONMCaHbI elle B KoHue XIXB.
¢ OHM xopoLlo pasnnymMMbl B CBETOBOM MUKPOCKONeE.

¢  TUNMYHbIE MUTOXOHAPUM NPECTaABASIOT COBOM
UMAMHAP AMamMeTpom 0,5 MKM U AIMHOM A0 1 MKM.

e Y pasHbIX OPraHU3MoB AJIMHa MUTOXOHZPHMA
KoNebeTcAa B 3HAUYMTE/IbHbIX Npeaenax — ot 7 Ao
10 MKM.




PacnosiorkeHne MUTOXOHAPUMA B

¢ Jlokanusaums MMTOXOHAPUM B KNETKaX onpeaens

ABYMA (bakTopamMu. Bo-nepBbix, OHa 3aBUCUT OT
PACroJIOKEHMNA APYIrMX OpraHesil KNEeTKU U BKJIOY
B pactutesibHbIX AU PepeHUMPOBaAHHbIX KNeTKax
MUTOXOHAPWU OTOABUIAOTCA K Nepudepun KaeTku
LleHTpa/IbHOM BaKy0/iblo, B KJIETKAX MEPUCTEMbI OH
pacnosaraiTca 6osiee Ui MeHee paBHOMeEpPHO. B

AENAWMXCA KNeTKax MUTOXOHAPUM pacnosiaraloTca Ha
nepmuepun - UX BbITECHAET BEPETEHO Ae/IEHMA.

Bo-BTOpPbIX, MUTOXOHAPWMU CKaMn/IMBalOTCA B
3HEpPro3aBMCUMbIX y4acTKax KNeTKM. B ckeneTHbIx
MbILLLAX OHX pacroaaratTca Mexay
MMUKPOMDMOPUINAMHM, ¥ MPOCTEMULLMX CHABKEHHbIX
PECHMYKAMM, OHU JiIEKAT B OCHOBAHMU PECHUYEK MO
njaasmMaTMYeCcKom MEMBpPaHOM. B HEPBHbIX KNeTKax
HaxoAATCA OKOJI0 CMHAMCOB, rAe NPOUCXOAMT Nep
HEPBHbIX MMIMYJIbCOB.



HaxoaAawaaca B MaTpukce MUToxXoHapuasibHaa AHR
npeAcTaBAAET COO0M 3aMKHYTYIO KO/bLEBYIO ABYCNUPabHYIO
MOJIEKY/Y, B KJIeTKax YyenoBeKka nmerulyto pasmep 16569
HYKJ1IEOTMAHbIX Nap, 4To npnéamnsmnTenpHo B 105 pa3 MeHbLIE
/IHK, nokanusoBaHHoOM B Aape. B Luenom mMmtoxoHapuasibHas
[HK koampyet 2 pPHK, 22 TPHK 1 13 cy6beamHuy
dEepMEHTOB AbIXaTe/IbHOWU LIEMM, YTO COCTABNSIET HE 6OIEE
MOJIOBMHbI 06HAPYKUBAEMbIX B HEM 6EJIKOB. B YacTHOCTH,
noJl KOHTPOJIEM MMUTOXOH/Pa/IbHOrO FEHOMAa KOAMUPYHOTCS
ceMb cyobeanHul ATO-cuHTEeTasbl, TpU Cy6bEeAMHMLbI
LLUTOXPOMOKCHAA3bl U 0AHa Cy6beanHMLA YOUXUHO-
LIUTOXPOM-C-peZlyKTa3bl. [Ipy 3TOM Bce BENKM, KpoMe !
oAiHOro, ABe pubocomMHble U wecTb TPHK TpaHCKpUOUPYIOTC
c 6onee TAXKENOM (HapyxHoM) uenu AHK, a 14 apyrmx TPHK
M OMH BEJIOK TPAHCKPMBUPYOTCA C 6os1ee NErKou
(BHYTPEHHEW) Lienu.



MexxMeMOpaHHOE IIPOCTPAHCTBO

¢+ CocraB BellecTBa MEXMEMOPAHHOIO
NpOCTPpaHCTBa 6/IM30K K LMTO30/110.

¢ OaHMM U3 6enkoB, coaeprKalumxcsa B
MeXMeMObpaHHOM

NPOCTPAaHCTBE, ABNNAETCA

LUTOXPOM C OAUH U3

KOMMOHEHTOB JbIXaTe/IbHOM LienM
MMUTOXOHAPUM.

Bnyrpgunaa
Membpaxa

Mexmembpannoe
npocrpg?c"crao
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BHyTpeHHss1 MmeMOpaHa

¢ BHYTpeHHAA MeMbpaHa orpaHuyMBaeT
OCHOBHO€E paboyee NPOCTPaHCTBO e senfipann
MUTOXOHAPMU. OHA BbICOKOCNEUMMDUYHA, Brymenian memtpana
COAEPKUT 60/IbLLOE KOIMYECTBO ;
dochonmnmaa KapamoamnmHa m
NPaKTUYECKU HENnpoHULaemMa 4J/11 MOHOB.
B coctaB MeMOpaHbl BXOAAT BXOAAT
6e/IK1 Tpex rnaBHbIX TUMOB.

¢ 1-6enKku, Katanusmpyrowme
OKMC/IMTE/IbHbIE PeaKUMU B JblXaTe/IbHOM
Lenu.

¢ 2-(bepMeHTHble KomnaeKcbl ATO-
CUHTETasbl, Urparowme Ka4deByo poJib B
o6pasoBaHum ATO.,

3- cneunduyeckme TpaHCnopTHble 6eNKu,
peryavpyroupme nepeHoc MeTabo/IMTOB B
MaTpUKC U BbIBOA M3 HErO.




Marpukc

¢ MaTpuKc cogeput
BbICOKOKOHLIEHTPUPOBAHHY
0 CMECb COTEH pPa3/IMYHbIX
c|)e DMEHTOB, Mitochondria Structural Features
HEOOXOAUMbIX AN
OKMCNIEHUA NUpYyBaTa,
XMPHbIX KMUCJIOT U
depMeHTOoB UMKIa
Kpebca. 67% Bcero 6enka
MUTOXOHAPUU MPUXOAMTCA
Ha MaTpUKC.

+ B MaTpukce mmtTOoxoHapMMK
COZlEPKMUTCA COOCTBEHHAS
AHK, oTanyarowadaca or
aaepHon [IHK Toun xe
KNETKM.

Membrane

Outer
Membrane




OyHKUUU MUMOXOHC

1) urpalot posib SHEepreTUYeCcKmx CTa
KJIETOK.

B HMX npoTeKalT npouecchl
OKMC/INTENBHOIro PoCcPopUIMpOBaHUS
(bepMeHTATUBHOI0 OKMC/IEHMNA pa3/I4H
BeLleCcTB C NocseayoWmMM HaKoMNJ1IEHUEM
SHEpPrmn B BUAE MOJIEKY
aZleHo3nHTpUdocparta - ATOD)

2) XpaHAT HacNeACTBEHHbIM MaTepma
BMAE MUTOXOHApHanbHoM /JIHK.



BbiBOA

¢  MUTOXOHAPUM NPUCYTCTBYIOT BO BCEX IYKAPUOTUYECKMX Ke

¢ Pasmepbl MUTOXOHAPUIM COMOCTaBUMbI C pa3MepamMm 6akTepu
KJETOK, UX (bopMa M3MEHYMBA.

¢ MUTOXOHAPUM CKAN/IMBAOTCA B SHEPrO3aBUCHMMbIX YHaCTKaXx K/l
MX JIOKaNIM3aLUMIo BAMUAIOT TaKXKe APYrue opraHen bl KNeTKH,
BK/IIOYEHMA, MUKPOTPYOBOUKM LIMTOMIA3Mbl.

¢ MuTOXOHAPUA OKpPYKEHA ABYMS CneLMaIM3MpoBaHHbIMM MEMBPA
KOTOpble 06pa3ytoT 2 M30/IMPOBaHHbIX MUTOXOHAPMA/IbHbIX
KOMMNapTameHTa - MeXXMebpaHHOEe NPOCTPAHCTBO U BHYTPEHHMM
MAaTpMKC.

¢ BHyTpeHHAs MeMbpaHa popMMPYET MHOMOYMCIEHHbBIE KPUCTDI.
PacnonoxeHne n YnCso KpMCT BapbMpYyeTCA B pa3HbIX KJETKax.

¢ B HapyxXHOM MeMbpaHe 6e/10K NopuH obpasyeT B MMMAHOM BUCI0E
rMAPOMU/IbHbIE KaHa/bl, YEPE3 HUX B MEXXMEMOpPaHHOE NMPOCTPaHCTBO
NPOHMKAIOT MOJIEKY/IbI.

BHYTpeHHAS MeMbpaHa coaepKUT pochonmnua KapamoamnuH.

B MUTOXOHAPUAX cMHTE3 AT® NpOUCXOAMT HA OCHOBE OKUC/IEHM
OpraHM4yecKmx cybcTpatoB M hochopuIMpoBaHUSA aeHO3MH,

Pa3MHOXEHWE MUTOXOHZPUM, YBENIMYEHUE UX YMCTIA B KNET
MPOUCXOAUT NYTEM POCTA U JE/IEHUS.




