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CHONDRION -
MITOCHONDRIAL
ENSEMBLE OF CELL

Yu. S. CHENTSOV

Different types of mito-
chondrial ensembles in
different cells are
described, the functional
role of mitochondrial
reticulum and branched
mitochondrial catenaries
is discussed as well as
the significance of inter-
mitochondrial junctions.

OnucaHbl pa3nnyHbie THU-
Mbl  MUTOXOHAPUalbHbIX
aHcambrniesi B KJieTKax u
paccmoTpeHa ¢OyHKLHO-
HasibHas poJsib MUTOXOHL-
puanibHOro peTukynyma,
pa3BeTB/IeHHbIX MUTOXOH-
APHanbHbIX yenen n Mmex-
MUTOXOHAPUasIbHbIX CO-
eJUHEeHNH.
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BBEJEHUE

Kak n3BecTHO, MUTOXOHAPUU SIBISIIOTCSI CTPYKTY-
paMu, KOTOPBIE OCYIIECTBIISIIOT CUHTE3 aleHO3UHTPH -
docdopnoit kucnoTel (AT®P) — OCHOBHOI 3HEpPreTU-
YECKOM eNWHUIIBI BCEro 1LapcTBa XUBOro. OOBIYHO
MUTOXOHJIPUM TIPEJACTABIISIOT CO00I MenKue (ITMHOM
0,5—3 MKM) BHYTPUKJICTOYHBIC 00pa30BaHMSI, PaCIo-
Jlarajoinuecsl B MecTax, rjie Heo0XoIuMO MCTOJIb30Ba-
HUE SHEPTUHU JUTs1 JTIOObIX XKU3HEHHBIX MTpolieccoB. Bos-
HUK BOIMPOC, KaKWM 00pa3oM TpaHCIOPTUPYETCsS B
KJIeTKe 3Heprus — myreM Ju auddysuu ATD u Het mu
B KJIETKAX CTPYKTYP, UCTIOJHSIIOIIUX POJIb SJIEKTpUYeC-
KHUX MPOBOIHUKOB, KOTOPbIE MOTJIU Obl 9HEPTETUUECKU
00BENVHATD OTJAJIEHHBIE APYT OT IPYra y4acTK! KJIETKHU.

[unoresa 3akioyaeTcst B TOM, YTO pa3HOCTb MOTEH-
LIMAJIOB B OMpEIeSIeHHOM 00JIACTH MeMOpaHbl MUTO-
XOHIpUI1 MiepeaeTcsl BAOAb Hee 1 MTpeBpalliaeTcs B pa-
00Ty B apyroil obmactu Toi xxe meMOpaHnl [1]. Kak
MPEACTABISAIOCH, TOAXOAAIINMY KaHAUIaTaAMU Ha 3Ty
K€ POJIb MOTJIM OBITh MEMOpPaHBI CAMUX MUTOXOHAPHUIA.
Kpome Toro, uccienoBareneii ”HTEpeCOBaIM B3aMO-
NECTBUE B KJIETKE MHOXECTBEHHBIX MUTOXOHIPUIA
IIPYT ¢ IpyroM, paboTa Bcero aHcam0Jisi MUTOXOHIPUIA,
BCET0 XOHIPHMOMAa — COBOKYITHOCTH BCEX MUTOXOHAPUIA.

MUTOXOHAPUN — CTPOEHUE N ®YHKLUUN

MutoxoHIpuu — opraHesutbl cuHTe3a AT® xapak-
TEPHBI 32 MAJIBIM MCKJTIOUEHHMEM JIJIST BCeX DYKapHOTH -
YeCKMX KJIETOK KaK ayTOTpPOMHBIX ((POTOCUHTE3UPYIO-
1Me pacTeHus1), TaK U TreTepoTpodHBIX ((KUBOTHBIE,
rpubbl) opranu3mMoB. X ocHOBHast (OyHKIIMSI CBSI3aHA C
OKHCJICHHEM OPTaHMYECKUX COCTUHEHUIN 1 UCITOTb30-
BaHMEM OCBOOOXIAIOIENCS TIPU paciaje 3TUX COeaM-
HEeHUiIl 3Hepruu B cuHTe3e Moiiekyal AT®. [Moatomy
MUTOXOHJIPUM YacTO HAa3bIBAIOT BHEPreTUYeCKUMU
CTaHUIMSIMU KJIETKU. MUTOXOHIPUY VTN XOHIPUOCOMBI
(0T rped. mitos — HUTh, chondrion — 3epHBIIIKO, SOMa —
Tesblie) PEJACTABIISIOT COOOI IpaHy/IsIpHbIE WX HUTE-
BUIHBIC OpraHoubI (puc. 1, a).

MUTOXOHIPUM MOXHO HaOII0IaTh B XKMBBIX KJIET-
KaX, TaK KakK OHHU 00JamaloT JOCTaTOYHO BBICOKOM
IJIOTHOCTBIO. B XXUBBIX KJIeTKaX MUTOXOHIPUU MOTYT
IIBUTATbCSI, TIEPEMEIIATHCS, CIIMBATHCS APYT C JIPYTOM.
Oco00EeHHO XOpOIIIO0 MMTOXOHAPUW BBISBJISIOTCS Ha
rpernaparax, OKpalleHHBIX Pa3JIUYHBIMU CITOCOOAMU.
Pa3mepbl MUTOXOHIPUI HEMTOCTOSIHHBI Y Pa3HBIX BUJOB,
TaK Xe Kak u3MeH4YrBa ux popma. Bee ke y 60bIIMH-
CTBa KJIETOK TOJIIMHA 3TUX CTPYKTYpP OTHOCUTEIBHO
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Puc. 1. CtpoeHne n pabota MUTOXOHAPWIA: @ — MUTOXOHAPUM (yKa3aHbl CTPENKO), BUAMMbIE B CBETOBOM MUKPOCKONE;
6 — yNbTPaACTPYKTypa MUTOXOHAPUIA: 1 — MUTOXOHAPWANbHbIA MaTPUKC, 2 — BHYTPEHHSS MUTOXOHAPUanbHas MemopaHa,
3 - MexxmembBpaHHOE NPOCTPAHCTBO, 4 — BHELLHAS MUTOXOHAPUaNibHast MeMbpaHa; B — obuias cxema PyHKLMOHMPOBa-
HUS MUTOXOHZPWIA: NMPU NEPEHOCE 3JIEKTPOHOB B LLEMW OKUCIEHUS B MEXMEMOPaHHOM NPOCTPAHCTBE HakanJMBaloTCs
MPOTOHbI U NPY AOCTUXEHUM ONPeaeneHHOro NoTeHumana BO3BpaLLalnTCs B MaTPUKC; 3HEPrus 9Toro noteHuwana Tpa-

TUTCA Ha CUHTE3 ATD

nocrostHHa (okoJio 0,5 MKM), a IyTMHa KoJiebiercs, 10-
cTurast y HUT4aThix (opm 7—60 MKM.

MUTOXOHIPUU HE3aBUCUMO OT WX BEJIUYUHBI U
¢opMBI UMEIOT YHUBEPCAIBHOE CTPOEHME, UX YIbTpa-
CTPYKTypa OIHOOOpa3Ha. MUTOXOHAPUN OTpaHUYEHBI
nBYyMst MeMOpaHamu (puc. 1, 6). HapyxHast MUTOXOHI-
puaibHasi MeMOpaHa OTAEJISIET e OT OCTalbHON LIUTO-
ruia3mbl. Ee TosmrHa okosio 7 HM, OHa He ObIBaeT CBSI-
3aHa HU C KAKUMU JPYTUMU MeMOpaHaMU LIUTOIJIa3Mbl
U 3aMKHYTa caMa Ha cebsl, TaK YTO TIPeACTaBIsIeT COO0M
MeMOpaHHbBIN MeloK. HapyxHyto MeMOpaHy OT BHYT-
peHHeil oTaensieT MeXMeMOpaHHOe TMPOCTPAHCTBO
mupuHoi okojo 10—20 HMm. BHyTpeHHsSI1 MeMOpaHa
(TOMIMUHOM OKOJIO 7 HM) OrpaHUYMBAET COOCTBEHHO
BHYTpPEHHEE CONEPKMMOE MUTOXOHIPUU, €€ MaTPUKC
WIA MUTOIUIa3My. XapaKTepHOU 4epToil BHYTPEHHUX
MeMOpaH MUTOXOHPUIA SIBJISIETCSI X CLIOCOOHOCTH 00-
pa30BbIBaTb MHOTOYMCJICHHbIE BBIMSYUBAHUS BHYTPb
MUTOXOHIIpUii. Takue BbIMSYMBAHUS (KPUCTHI) 4aliie
BCETo MMEIOT BUJI TUIOCKUX IPEeOHEi.

MuToXoHAPUM OCYIIeCTBIAIOT cuHTe3 AT®, mpo-
UCXOISIINI B pe3yibTaTe MPOoLEeCCOB OKUCIIEHUSI Opra-
HUYecKux cyocrpaTtoB u dochopunupoBanus AJ1D. B
KJIETKaX MPOLIECChl OKUCIEHUS U BbIIEJIEHUS] SHEPTUH,
ocBoboXnalouieiicsi B pesyabTare 3TOro Mmpolecca,
MPOXOASIT B HECKOJbKO B3aMMOCBSI3aHHBIX 3TaroB.
IIpu 5TOM B KauecTBe HayaJbHBIX CyOCTPATOB UCIIOJIb-
3YIOTCS pa3jMyHbIE YTJIEBO/IbI, XXUPHbIE KUCJIOTbI, aMU-
HOKMCJIOTHI. HauaabHbIe 3Tarbl OKUCICHUS YTIJIEBOJAOB
MPOUCXOJSAT B THAJOIJIa3Me U HE TpeOyloT ydacTus
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kuciopona. IToaTtomy oHM Ha3bIBAIOTCS aHA3POOHBIM
OKMCJIEHWEM, WIM TJIMKOJU30M. B mpouecce rukonu-
3a MPOUCXOIUT HETOTHOE OKUCIeHUe cybcTpara. Tak,
Hafnpumep, MII0KO3a pacnanaeTcs 10 TPUO3, MPU 3TOM
TpatsTcs 1Be MoJeKyabl AT®D 1 CUHTE3UPYIOTCSI YEThI-
pe Mosekynbl AT®. Tak 4To B KOHEYHOM pe3yJbTare
KJeTKa “3apabaTbiBacT” Bcero ase MosieKysbl AT®.
OO6pa3zoBaBIIMecs B pe3yibTaTe IJIMKOJIN3a TPUO3bI, U B
MepBYIO ouepeib MMPOBUHOTPANHAS KUCIO0Ta, BOBJIEKa-
I0TCS B TaJIbHElIIIee OKMCIIEHNE, TIPOMCXOIAIIEE YKE B
caMuX MUTOXOHIpUsX. [Ipu 3TOM UCTIONb3yeTCs IHEP-
TS pacIleNIeHUs BCeX XMMUUECKUX CBS3eH, UTO TpH-
BOIUT K BeAeneHMo CO,, MoTpebIeHNI0 KUCIOpoa U
cHHTe3y 0obiIoro Kojaudectsa AT®. Bty mpoieccel
CBSI3aHBl C OKUCJIMTEIbHBIM IIUKJIOM TPUKapOOHOBBIX
KUCJIOT U IbIXaTeJbHOM LEMNbIO MepeHoca 3JIEKTPOHOB,
rae npoucxonar dochopuiupoBanue AP u cuHTe3
KJIETOYHOTO “ToruBa” — Mosekysn AT®. B ukite Tpu-
KapOOHOBBIX KHUCJOT 3JEKTPOHBbI, OCBOOOIMBIIMECS
TIPY OKUCJICHUU, TIEPEHOCSITCSA Ha aKIETITOPHBIE MOJIe-
Kynbl KopepmeHTtoB (HAl-HUKOTMHAMUA, aAeHUHIU-
HYKJIEOTH]T), KOTOPBbIE BOBJIEKAIOT MX Jlajiee B LIeTb Iiepe-
HOCa 3JIEKTPOHOB. DTU COOBITUSI BHYTPYU MUTOXOHAPUIA
MPOUCXOIAT B WX MaTpukce. OcTajJbHble peakilnM,
CBSI3aHHBIE C JAJBHEHIITUM TIEPEHOCOM 3JIEKTPOHOB U
cuHTe30oM AT®D, cBsA3aHbI ¢ BHYTPEHHE MUTOXOHIPU -
aJlbHOM MeMOpaHOi1, ¢ Kpuctamu MuToxoHapuii. Oc-
BOOOIMBIIMECS B TPOLIECCE OKUCICHMS B LIUKJIE TPU-
KapOOHOBBIX KHUCJIOT 3JEKTPOHBI, aKIeNTUPOBaHHbBIE
Ha KodepMeHTaxX, MeEPeHOCSITCS 3aTeM B JIbIXaTeIbHYIO
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LeMb (LIeTb MepeHoca 3JIEKTPOHOB), TIe OHU COSINHS-
I0TCS C MOJIEKYJISIPHBIM KUCJIOPOAOM, 00pa3ys MOJIEKY-
JIbI BOABL. JIpIXaTeIbHasl LeIb MPEeACTaBIISICT CO00It psif
OEJIKOBBIX KOMIUIEKCOB, BCTPOEHHBIX BO BHYTPEHHIOKIO
MUTOXOHIPUAJIBHYIO MeMOpaHy, U SBJISIETCS TIaBHOM
CHCTEMOIl TpeBpalllecHUs SHEPTUU B MMTOXOHIPUSIX.
31ech MPOUCXOOIT MOCIEAOBAaTeIbHOE OKUCICHUE U
BOCCTAHOBJICHUE 3JIEMEHTOB JbIXaTeJbHOM 1IeTH, B pe-
3yJIbTaTe Yero BEICBOOOXKAACTCS HEOOIBIIMMMY ITOPIIVISI -
MM BHEPTUs. 3a CUeT 3TOM SHEPTUU B TPEX TOUKAX LEITH
un3 AIID u pocdara obpasyercs ATD. [TosTomy roBo-
PSIT, YTO OKMCIIeHUE (TIEPeHOC 3JIEKTPOHOB) COTIPSIKE-
Ho ¢ pochopunmupoBaruem (AP + ®H — ATD), T0
€CTh IPOMCXOIUT MPOLIECC OKUCTUTEIBHOTO (hochopu-
JIMPOBAHUS.

IIpu nepeHoce 2JIEKTPOHOB B MUTOXOHAPUATILHOM
MeMOpaHe KaxXAblii KOMILIEKC IbIXaTeJbHOU Lenu Ha-
MpaBJIsieT CBOOOIHYIO SHEPTUIO OKUCIICHHUSI Ha ITepeMe-
IIeHWE IPOTOHOB (ITOJOXUTEIbHBIX 3apsioB) depe3
MeMOpaHy, U3 MaTpuKca B MeXMeMOpaHHOe MpOCT-
PaHCTBO, UTO MTPUBOIUT K 00pa30BaHNIO Pa3HOCTH T10-
TEHIIMAJIOB Ha MeMOpaHe: IOJOXUTEIbHBIC 3apsiabl
npeodanaoT B MEXMEMOpPaHHOM IIPOCTPAHCTBE, a OT-
puliaTebHble — CO CTOPOHBI MAaTPUKCa MUTOXOHAPUIA.
ITpu nocTrxeHUN orpeesIeHHO pa3HOCTY MOTEHIIMA -
joB (220 MB) GenkoBbiit koMiuieke AT®-cuHTeTa3bI
HauyMHaeT TPaHCTIOPTUPOBATH ITPOTOHBI OOPATHO B Ma-
TPUKC, TIPY 3TOM TpeBpallaeT oaHy (popMy 3HEpruu B
apyryio: oopasyer AT® uz AJID u HeopraHUYECKOro
docdara. Tak MPONCXOOUT COMPSKEHNE OKUCINTEIh-
HBIX IIPOILIECCOB C CUHTETUYECKUM — ¢ hochoprinpo-
BaHueMm AJ1®. [Toka MpoucXoauT OKMCIeHUE cyocTpa-
TOB, TIOKa IPOUCXOIUT IepeKayka IPOTOHOB 4Yepe3
BHYTPEHHIOI0O MUTOXOHIPUAIBHYI0O MEMOpaHy — WAET

a

CONpPSKeHHBIN ¢ 3TUM cuHTe3 AT®, To ecTh OKUCITH-
TenpHOE hochopmnmpoBanue (puc. 1, 8).

Tak paboTaet oTAebHO B35Tasi MUTOXOHIpHS. Bo3-
HUMKaeT BOIPOC, KaK Xe B KIeTKe paboTaloT BCe MUTO-
XOHJPUU B UX COBOKYITHOCTU, MPOUCXOISAT JIU KaKoe-
00 MX 00beNIMHEHNE WU CTICIIAATU3als] MUTOXOH/I-
puit st obecniedeHust cuHTe3a AT® B pasindHBIX,
WHOTIA JajieKO OTCTAlOIIUX APYr OT JApyra y4acTKOB
KJIeTKU. JIpyTuMU CclIoBaMU, KaKOBBI B3aMHbIE CBSI3U
MUTOXOHJIPYiA B KJIETOYHOM XOHAPHUOME.

XOHAPUOM

HTaK, XOHAPUOM — 3TO COBOKYITHOCTh BCEX MUTO-
XOHIpHi1 B omHOM KiieTKe. OKa3anoch, YTO TaKask COBO-
KYITHOCTb MOXKET OBbITb Pa3JIMYHON B 3aBUCMMOCTH OT
TUMA KJIeTOK. Tak, BO MHOIMX KJIETKaX XOHAPWOM Tpe -
CTaBJIeH pa3pO3HEHHBIMM MHOTOYMCIEHHBIMM MHUTO-
XOHIPHUSIMHU, Pa30POCAaHHBIMU JOBOJBLHO PAaBHOMEPHO
10 BCeii 1MTOrIa3Me, Kak, HalmpruMep, BO MHOTHX He-
nuddepeHIIMPOBaHHBIX KiIeTKax (puc. 2, a). B npyrux
cllydyasix OTAEJbHbIe MUWTOXOHAPUM JIOKAJTU3YIOTCS
IpyIIaMy B MecTaXx MHTeHCUBHOU TpaThl AT®, kak,
Hampumep, B 0a3aJbHBIX y4acTKaxX KJIETOK, M3BUTHIX
KaHaJbleB MOYKHU, WIM B KJIE€TKaX aHAJIU3aTOPOB CET-
yatku (puc. 2, 6). B oboux ciiyyasx MUTOXOHIPUM
(bYyHKIIMOHMPYIOT MOOIMHOYKE, X KOOTIepaTUBHAs pa-
60Ta, BO3MOXHO, KOOPAMHUPYETCSI KAKUMU-TO CUTHA-
JlaMU U3 IMTOIUIa3Mbl. OHAKO CYILIECTBYET U COBEP-
IEHHO MHOM THUI XOHIPHOMa, KOTJa BMECTO MEJTKHUX
OMMHOYHBIX Pa3pO3HEHHBIX MMTOXOHIPUN B KIIETKE
pacrosiaraeTcsi OfiHa TUTaHTCKasl pa3BeTBICHHAs MUTO-
XoHzpus (puc. 2, 6). Takue MUTOXOHIPUHU YaCcTO BCTpe-
YAIOTCSl Y OAHOKJIETOUHBIX 3€JIEHbIX BOLOpOCieil (Ha-
npumMep, y Chlorella). B aTux ciygasx Mbpl BUIUM He

6 B

Puc. 2. PaznnyHblie GopMbl XOHOPUOMA: & — Pa3PO3HEHHbIE MUTOXOHAPWUK, 6 — rpynna MUTOXOHAPUIA B KJleTkax ceTyar-
KW, B — MUTOXOHAPWANbHbINA PETUKYTYM OLHOKIETOYHOW BOAOPOCM XJ1I0PENJbl
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OT/IeIbHBIE MUTOXOHIPWH, a CJIOXKHYIO MUTOXOHIpUAITb-
HYIO CICTEMY, CETh WJIM MUTOXOHAPUATBHBIN PETUKYIIYM
(Reticulum mitochondriale). KakoB Ouojoruyeckuii
CMBIC/T TIOSIBJIEHUSI TAaKOM TMTAaHTCKON pa3BETBICHHOMN
MUTOXOHIPUAJIBHOM CTPYKTYpbI, OOBEIMHEHHOMN B OJI-
HO 1IeJIO€ CBOMMM BHEITHUMU Y BHYTPEHHUMM MeMO-
panamu? CorJIaCHO XeMOOCMOTHYECKOI TEOpUM, BO3-
HUKIIUA Ha TOBEPXHOCTU BHYTPEHHENH MeMOpaHbI
9JIEKTPOXMMUYECKNI TPOTOHHBIM TpagueHT paBHO-
MEpHO pacIpeNesieTCsl TI0 TIOBEPXHOCTH BHYTPEHHEH
MeMOpaHbl MUTOXOHIPWI, OHa 3KBUIOTEHIIMATbHA B
o6oii cBoeii Touke (cM. puc. 1, 8). [ToaTomy B 11060i1
TOYKE TIOBEPXHOCTUM BHYTpPEHHEil MeMOpaHBl TaKoit
pPa3BEeTBJICHHONW MWTOXOHAPUU MOXKET MIATH CHUHTE3
AT®. [TocneaHuii OyaeT NOCTyNaTh B TI00YIO TOUKY LI~
TOIUIa3Mbl, Iie B 3TOM €CTb HEOOXOIUMOCTh, TO €CTh B
9TOM cllyyae TakMe pa3BeTBJIEHHbIE MUTOXOHAPUU MO-
TYT IPEACTABIIATL COOOM “3IeKTpUUecKue Kabemm”.

To, 4TO 3TO AEMCTBUTEIBLHO BO3MOXKHO, JOKa3aHO
9KCIEPUMEHTAJIbHO. bBblIM  BBIOpaHBI pacTyiiue B
KyJIBType TKaHU (uOpoO6IacThl, B LIMTOIIa3Me KOTO-
PBIX UMEIOTCS IJIMHHBIE HUTYAThle MUTOXOHAPWHU, J0-
cTUTaroIme UIMHOM 60 MKM. B XMBBIX KIeTKax HX
MOXHO HaOJ0AATh B IIOMUHECLHEHTHOM MUKPOCKOIIE C
noMoIIbio (iryopoxpoma pomamMuHa 123, KOTOPBIi Ha-
KaIIMBaeTcsl B MaTPUKCE TOJbKO pabOTalONINX, CUHTE-
supyoimnx AT® mutoxoHapuii. Eciu cHITh pa3HOCTD
MOTEHIIMAJIOB HAa BHYTPEeHHEN MeMOpaHe MUWTOXOH/I-
pUii, BO3OEHCTBYS Ha KJIETKHM OUHHUTPOGMEHOIOM, TO
CBeueHUe pogaMrHa 123 B MUTOXOHAPUSIX IIpeKpallaeT-
csl mapajuieJibHO naneHuto cuHre3a ATdP. Bro Hab0-
JIEHKME TT0Ka3bIBaeT, UTO pogaMuH 123 KaK MPOTOHHBII
KpacuTeNIb HAaKaIIUBAaeTCs B MaTPUKCEe MUTOXOHIPHUI
TOJIbKO TOTJA, KOTAa €CTh Pa3HOCTb MOTEHLIMAIOB Ha
BHYTPEHHEl MeMOpaHe MUTOXOHAPUIi, TO eCTh Koraa
npoucxoaut cuHTe3 AT®. Ho nunurpodeHnosn, Bctpau-
BasiCh B MEMOpaHBI, co3maeT “IIpo0oii” Ha BCEX MUTO-
XOHIPUSIX NTaHHON KJIETKHU. A KaK “BBIKJIIOYUTH” OIHY
MUTOXOHIpUIO? ISl 3TOrO HUCIOAb3YeTCsl Jia3epHbIi
WX yJIbTpaduroIeTOBbIA MUKPOJIYY, KOTOPBI MOXHO
TOYHO HAIIPaBUTh Ha N30PaHHYI0 AKCIIEPUMEHTATOPOM
MMTOXOHIpUIO. JleaeTcs 3TO C MOMOIIBIO CIeUab-
HOIi ONTUYECKON CUCTEMBbI, KOTOPasi TMTO3BOJISIET OJHO-
BPEMEHHO paccMaTpuBaTh OOBEKT (B TaHHOM ciyvae
KVBBIE KJIETKM C OKpAIIeHHBIMU POJAMUHOM MMTO-
XOHIPUSIMM) U HABECTU Ha M30paHHYIO JAeTajlb TOHKUI
My4yoK Jia3epa Wi yabTpacduoneroBoro ceeta. [1pu 06-
JIy4€HUH OTAETbHON MUTOXOHIPUYW B HEW TTPOUCXOIUT
ramreHue (pyopecleHIIy pofaMiHa 13-3a TOTO, YTO B
pe3yabTare Ipo0osl BHYTpeHHE MeMOpaHbl MUTOXOH-
JIpUU Pa3HOCTb MOTEHLIMAJIOB Ha Hel MagaeT U poja-
MUH KakK Obl BBITEKAaeT M3 MaTpPUKCa MUTOXOHJIPUMU.
ITpu aTOM CoceaHrEe MUTOXOHIPUU HE MEHSIIOT CBOETO
CBeueHus U mnpoposkaioT cuHTte3 ATdD. Yto xe mnpo-
U30MIET, eCcIu 00JYYUTh HEOObIIION YUaCcTOK pa3BeTB-
JICHHOW WJIY )€ OYeHb JUTMHHOI MUTOXOHAPUU?

B skcnepuMmeHTe OmHA M3 TPOTSKEHHBIX CBETSI-
MXCsSl MUTOXOHIpuit (dhubpobiacrta ObLIa JIOKATBHO
nopaxkeHa y3kum (0,5 MKM) MUKPOJTYYOM ONITUYECKOTO

nasepa. B pesynbraTe 3TOrO0 BCs INIMHHAS MUTOXOHAPUST
MOTYXJ1a, B TO BpEMS KaK COCETHUE OCTaBaINCh 0e3 13-
MeHeHuit (puc. 3). [TopaxeHre MUKPOIYYOM Y4aCTKOB
CBOOOJHOI OT MUTOXOHAPUIA LIMTOILJIa3Mbl HE IIPUBO-
IO K TYLIEHUIO MUTOXOHAPUA. DTO TOBOPUT O TOM,
YTO TOYCUIHBIN ITPOO0I MeMOpaH MUTOXOHIPUIA IIPUBO-
IIAT K CHSITHIO pa3HOCTH IMOTEHIIMAajIa He TOJIbKO B TOUKE
Mpo6osi, HO W TI0 BCEil IUIMHE MUTOXOHAPUU, KOTOpasi
MpeACTaBIsieT co00il MPOBOAHUK C 9KBUMOTEHIIUAJb-
HOI MoBepXHOCThI0. ClenoBaTe/ibHO, TaKue JAJIMHHbIE
HUTYAThle MUTOXOHAPUM (pUOPOGIACTOB MOIYT Ipel-
CTaBJIATb COOOM B3JIEKTpUYECKUe MPOBOIHUKHU, MOTY-
1K€ repeaaBaTh pa3HOCTh MTOTEHIIMATOB HA MUTOXOH/I-
pUAIbHBIX MeMOpaHax Ha OOJIbIIME PACCTOSITHUSI W
KOOTIEpUPOBATh YIaJeHHbIC YUaCTKU [IUTOTLIA3MbI. DTO

Puc. 3. JlokanbHOe noBpexaeHne HUTYaTonW MUTO-
xoHAapun pubpobnacta MUKPOTYYOM NPUBOAUT K Aie-
3HEPrusaunm BCen MUTOXOHAPWN: & — BUL, MUTOXOHA-
puii B pa30BOM KOHTpacTe A0 3IKcrnepumeHTta, 6 —
dnyopecueHuus pogaMmmHa B MUTOXOHAPUSIX 3TOrO
e ydacTka KNeTku (CTpesika ykadbiBaeT Ha MecTo fa-
3epHOro yKkona), B — TOT Xe y4aCTOK KNeTKM nocne no-
KanbHOro 06s1y4eHVsi MUTOXOHAPUW: NOBPEXAeHHas
MUTOXOHOPUS notepsana GayopecLeHumio no BCen
CBOEW AnnHe, r — 3TOT Xe y4acToK B (pa30BOM KOH-
TpacTe
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3HAYWT, YTO W B CJIydyae TUTAHTCKUX Pa3BETBJIEHHBIX
MUTOXOHIpHIA B JIIOOO# €€ TOUKe Ha BHYTPEHHE MeM-
OpaHe MOXET HAKOIMUThCS MOTEHIMAN, TOCTATOYHbII
IUIS1 TOrO, YTOObI Hauajcsa cuHTe3 AT®. C atux nos3u-
Ui MUTOXOHAPUAIbHBIA PETUKYJIYM TIPEACTABIISIET
c0001i KaK OBl 3JICKTPUISCKII IPOBOTHUK, KaOeJIb, CO-
EIUHSIOIINI OTHaJIeHHbIE TOUYKU TaKOU cuctemMbl. Mu-
TOXOHJPUATbHBINA PETUKYJYyM MOXET 0Ka3aTbCs OYE€Hb
TOJIE3HBIM HE TOJIBKO JUTSI MEJIKUX TTOABMKHBIX KJIETOK,
TaKMX, KaK XJopesuia, HO U Uil Oojiee KPYITHbBIX, TaM,
rae TpeOyIOTCs KooIlepallvs M CUHXPOHU3alIMs B pabo-
T€ MHOTUX CTPYKTYPHBIX €UHUII, TAKUX, KaK, HAIlpH-
Mep, MUOGUOPUIUTBI B CKEJIETHBIX MBIIIIIAX.

MUTOXOHAPUAIbHbIA PETUKYTYM
CKENETHbIX MbILLL]

Kak n3BeCTHO, CKeJIETHBIE MBIIIILIBI COCTOSIT U3 Mac-
CBhl MBIIIIEYHBIX BOJIOKOH — CHMIUIACTOB, COMEPXKAIINX
MHOXECTBO sjep. JnuMHa TakuX MbIIIEYHBIX BOJOKOH
nocturaeT 40 MM npu ToamuHe 0,1 MM — 3TO THMTraHT-
cKasl CTPYKTypa, cojiepKalliasi BeJIMKO¢ MHOXECTBO MU-
o(ubpuLI, KOTOpble COKpaIIalOTCs OJHOBPEMEHHO U
CUHXPOHHO. JJIs TAKOTO COKpalleHUs] K KaXI0i eau-
HUIIE COKpallleHMsI, K KaxXJI0oMy capkomMepy MHopuo-
PWILIT AOJKHO OBITh JIOCTABJEHO OO0JIBIIOE KOJUYECTBO
AT®. Ha npomoibHBIX yABTPATOHKKMX Cpe3ax CKeleT-
HBIX MBI B 9JIEKTPOHHOM MUKPOCKOIIE€ BUAHbBI MHO-
TOUYMCJIEHHbIE OKPYIJIble MEJIKUE CEYEHUS] MUTOXOHII-
puii, pacrnojiararoliixcsi B COCeICTBE C capKoMepaMu
(puc. 4, a). Ecnu xe ucciieoBath MOMEPEYHbIE CPE3bI
MBIILIEYHBIX BOJIOKOH Ha YPOBHE Z-JAMCKOB, TO BUIIHO,
YTO MBIIIEYHbIE MUTOXOHIPUM TIPEACTABISIIOT COOOI
He MeJIKME IIIapUKY WY MAJIOYKH, a Kak ObI ITayKooopas-
HbI€ CTPYKTYPBI, OTPOCTKU KOTOPBIX MOTYT BETBUTHCS U
MPOCTUPATHCST Ha OOJIbIIIME PACCTOSIHUSI, MHOTIA Yepe3
BECh ITOIIEPEYHMK MBIIIIEYHOTO BOJIOKHA (puc. 4, 6). [1pu
9TOM pa3BETBJICHUSI MUTOXOHIIPUI OKPYKAIOT KaXKIyio
MUOGMUOPWIIITY B MBIIIIEYHOM BOJIOKHE, CHabOXasi MX
AT®, HeoOXOOUMBIM JIJISI MBIIIIEUHOTO COKpAIIeHUs.
CnenoBaTteibHO, MUTOXOHAPUU B Z-AWCKE TIpeICTaBe-
Hbl TUIMUYHBIM MUTOXOHAPUAIBHBIM PETUKYJIYMOM —
eIMHOM MUTOXOHIpHUAIbHOM cucTtemoli. Takoii miacT
WX 3TaX MUTOXOHJIPUATBLHOTO PETUKYJyMa MTOBTOPSI-
eTcs ABaXKJbl Ha KaXIblii capKoOMep, a BCe MbILLIEYHOE
BOJIOKHO MMEET THICSYM MOMEPEUYHO PACTIONOKEHHBIX
“MO3TAXHBIX” TIJIACTOB MUTOXOHIPUATLHOTO PETUKY-
ayma. beuio oOHapyxkeHO, 4TO MeXImy “‘araxamu’
BIOJb MUO(DUOPUIIT pacmoiaraloTcsi HUTYaTble MUTO-
XOHJIPUU, COEAUHSIONINE O3TU MUTOXOHAPHUAIbHBIC
maacTsl. TeM caMbIM cO3[aeTcsi TpexMepHasi KapTuHa
MUTOXOHIPUAJBHOTO PETUKYJIyMa, MPOXOMASILIEro ye-
pe3 BeCb 00bEM MbILLIEYHOTO BOJIOKHA.

Mexny OTBETBJAEHUSIMU MUTOXOHIPUAIBHOTO pe-
TUKYJIyMa, TaK e KaK U MEeXIY HUM U HUTEBUIHBIMU
MPOAOJBHBIMU MUTOXOHAPUSIMU, CYIIIECTBYIOT CIIEI-
aJTbHble MEXMUTOXOHAPUAIbHBIE COCTUHEHUS WU
KoHTakThl (MMK). OHM 06pa3oBaHbl IJIOTHO MpUIe-
ralolyM1 Hapy>KHBIMM MUTOXOHAPUAIBHBIMU MeMO-
paHaMu KOHTaKTHUPYIOIIUX MUTOXOHIPUA, MeKMeMO-
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paHHOE MPOCTPAHCTBO U MEMOpPaHbI B 3TOI 30HE UMEIOT
MOBBILIEHHYIO 3JIEKTPOHHYIO THIOTHOCThL (puc. 4, 6).
Brino caenaHo mpeArnooxXeHue, YTo C MTOMOIIBIO 3TUX
CIielMabHbIX 00pa30BaHUI MOXET MPOUCXOAUTH (YHK-
LIMOHAIbHOE O0BbEIMHEHNE COCEMHUX MUTOXOHIPUN U

MHTOXOHIPUATBHBIX PETUKYJIYMOB B €IUHYIO, KOOTIE-
paTUBHYIO 2HEpreTudeckyi cucremy. Bce Mmoduo-
PWJLUTBI B MBIIIIEYHOM BOJIOKHE COKPAIIAOTCSI CHHXPOH-
HO TI0 BCell UX UTMHE, CIe0BaTEIbHO, U TIOCTYIJIEHUE
AT® Ha 11060M ydacTKe 3TOM CI0XKHON MAIIMHBI TOXE
JTOJIKHO TTPOMCXOUTh CUHXPOHHO, a 3TO MOXET OBITh
JIMILb B TOM CJIy4yae, eCIM OTPOMHOE KOJIUYECTBO pa3-
BETBJIECHHBIX MUTOXOHAPUI-TIPOBOJTHUKOB OyIeT CBSI-
3aHO APYT ¢ IpyroM KiemMmaMu-KoHTakramu (MMK).

Joxa3zatb T0, uTo MMK neiicTBUTEIbHO yU4acTBYIOT
B BHEPreTUYECKOM OObEAMHEHUM MUTOXOHIPUIA APYT C
JIPyroM, YAajaoCh Ha JPYrOM THUIIE IIOIEPEYHO-UCYEP-
YEHHBIX MBI — Ha KapAMOMMOLIMTAX, KJIeTKaX cep-
JEYHBIX MBIIIILI.

MUTOXOHPUANbHbIE LIEMN
KAPOMOMUOLIMTOB

Okazajiocb, 4TO XOHAPUOM KJIETOK CepAeYHOM
MBIIIIBI He 00pa3yeT BETBSIIUXCS CTPYKTYp, a Tpem-
CTaBJIeH MHOXECTBOM HEOOJBIIMX BBITSIHYTHIX MUTO-
XOHIpUi, pacroyiaraioiiuxcsi 6e3 ocoboro mnopsiaka
Mexny Muoduopuuiamu. OgHako ObLIO HAWIEHO, YTO
BCE€ COCETHNE MUTOXOHIPHUU CTHIKYIOTCS IPYT C IPYTOM
C MIOMOIIIbIO MUTOXOHIPHATIbHBIX KOHTAKTOB TAKOTO Xe
TUMNA, KaK B CKEJETHOW MBIIILE, TOJBbKO WX YHUCIO
OYEHb BEJIMKO: B CPEIHEM Ha OJTHY MUTOXOHIPUIO TIPU-
xonuTcst 2—3 MMK, KoTopbie CBSI3BIBAIOT MUTOXOH/I -
pYM B TPEXMEPHYIO LIeTlb, I1e KaXIbIM 3BEHOM TaKOM
uenu (Streptio mitochondriale) siBasieTcsl oTmesibHasI
MUTOXOHIpUs (puc. 5, a).

Takoiif TUTT XOHIApPUOMA TakKKe MOXET CIYXUTh 1ie-
JIIM CHHXPOHHOTO COKpAIllEHUsI BCEX CapKOMEpPOB B
MuopUuOpUIIIaX KapaAuoMuouuToB. [t Takoit Koorie-
pPaTMBHON KOOPIWHALIMM MUTOXOHAPUM TOJKHBI CITy-
KUTb MHOXECTBEHHbIC MEXMHUTOXOHIPUAIbHBIC KOH-
TakThl. JIJIs1 JOKas3aTeJbCcTBa 3TOM TUIIOTE3bl OBLIU
HUCTIOJIb30BaHbl KAPAMOMUOLIMTHI SMOPUOHOB KPBICH B
KYJIbType TKaHU. DTU KJIETK UMEIOT TeTepOTeHHEBIE TT0
pasmepaM u (HOpMe MUTOXOHIPHMU, PACIOJIOXKECHHBIE
MexXIy MUoDuopuIaMu. B a1eKTpOHHOM MUKPOCKO-
e 6bLT0 0OHAPYKEHO, YTO MEXIY HEKOTOPBIMU MUTO-
XOHApUSIMH O0bTH BUIHBI MMK, 00bequHsIIONNE UX B
HeOOoJIbIIIMe TPYNITEL — KiIacTephl. B manbHelimem Ol
MPOBENEHbI SKCIIEPUMEHTHI, aHAJIOTUYHBIE TeM, KOTO-
pble ObLIU ClieJaHbl Ha KyJIbType ¢hpruOpo01acTOB: MUTO-
XOHJIPYM KUBBIX KADAMOMHUOILIMTOB OKpAaIIMBaIN poia-
MuHOM 123, a 3aTeM OIHY M3 MUTOXOHAPUU B TPYIIIIE
0o0IyJau Jla3epHbIM MUKpomydykoM. OOIydyeHue onu-
HOYHBIX MUTOXOH/IPUI1 TIPUBOAUIIO K OBICTPOMY MX Ta-
meHuo. B ogHuX ciydasx racia ToibKo oOJIydyeHHast
MUTOXOHIIPUSI, B IPYTHX Tepsiia TIOMUHECIICHIINIO BCS
IpyImIa MUTOXOHAPUIA (puc. 5, 6). DaeKTpOHHAsI MUK-
pOCKoIus ToKa3ajia, 4YTO B MOCJIEIHEM Clydyae MMTO-
XOHIPHMU B KJIacTepe OBbLIM CBA3aHBI IPYT C APYTOM C
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Puc. 4. MUTOXOHOPWANbHBIA PETUKYYM B MONEPEYHOMNON0CATON CKENETHOM MbILLLE: & — HA NPOAO0JSIBHOM CEYEHUN Mbl-
LLIEYHOr0 BOJIOKHA BUAHBLI MEJIKME CEYEHNS MUTOXOHAPWIA; 6 — HA MONEPEYHOM CeYEHUN MUTOXOHAPUK (M) nmeloT BuA,
pa3BeTB/IEHHbIX CNOXHbIX ceTen; M®P — mnodunbpunnbsl, MMK MEXMUTOXOHAPUANBHBINA KOHTAKT; B — CXemMa CTPOEHMS
MMK: 71 - BHELWHSIS MUTOXOHAPUaNnbHas MembpaHa, 2 — BHYTPEHHSIS MEXMUTOXOHAPMaNbHas MeMbpaHa, 3 — MaTpuke
MUTOXOHAPUU, 4 — MeXMeMBPaHHOE MPOCTPaAHCTBO, 5 — MEXMUTOXOHAPWANbHBIA KOHTaKT

N

Puc. 5. MutoxoHapuansHas cuctema KapaMoMUOLMTOB: @ — CXema PacrnosioXEeHUss MUTOXOHAPUN 1 Muodubpunn (P);
MMK — MeXMUTOXOHAPUANbHbIE KOHTAKTbI; 6 — hiyopecumpyoLmMe MUTOXOHAPUN B N30JIMPOBAHHOM KapAMOMUOLIATE,
CTpEeJsIKoW yka3aHa OfiHa U3 MUTOXOHAPUIM nepes o6nydyeHneM, B — Ta Xe kJieTka nocne o6nyyeHums: noracna rpynna Mu-
TOXOHAPWIA, CBSA3AHHBIX APYr C APYroM ¢ nomMoLusbio MMK
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Puc. 6. PaznuyHbie TMNbl OpraHn3aumnm XOHAPMOMa: @ — Pa3pPO3HEHHbIE MUTOXOHAPUMN, 6 — HATYATHIE MUTOXOHAPWM,
B — LLENOYKN COeAMHEHHBIX MUTOXOHAPUIA KAPAMOMUOLIMTOB, I” — MUTOXOHAPWASbHBIA PETUKYJTYM CKENETHbLIX MbILLL,

nomonipio MMK. CrnegoBaTeabHO, €CIU OIMHOYHbBIE
MUTOXOHIIPUU TEPSIIOT poJaMuH 123 mociie Jia3epHOro
YKOJIa BCJIEACTBUE DJIEKTPUUECKOTO MPOOO0sT MUTOXOH/I-
pUaTbHON MeMOpaHbI, TO TallleHUe TPYIITBI MUTOXOH/I -
puii, cBa3aHHbeIX MMK, nokaseiBaet, yto MMK kak
KJI€MMBbl OOBEAUHSIIOT B €AWHYIO 1IeTb MOTEHIIMAJIbI
OJIMHOYHBIX MUTOXOHApUii. [1o Bcelt BeposiTHOCTH, 00-
mactu MMK npoHuiiaeMsl mIs IIPOTOHOB, KOTOPEIE
MOTYT IIepe1aBaTbCs ¢ BHYTPEHHE MUTOXOHIPUIBbHOM
MeMOpaHbl OJHOW MUTOXOHAPUM Ha BHYTPEHHIOIO
MeMOpaHy JpYroi U TeM CaMbIM OObEIMHSITh MUTOXOH/I-
PUM B €IWHYIO SHEPTeTUIECKYIO CUCTEMY.

Kak okazasioch, MEXMUTOXOHIPUATbHbIE KOHTaK-
THI KaK 00s3aTebHasl CTPYKTypa CepIACUHBIX KIETOK
BCTpeYaloTCsl He TOJbKO y Kpbic. OHU OOHapyKeHbI B
KapIMOMUOLIMTAX KaK XKeJIyIOUKOB, TaK U MpeAcepanii
BCEX TIO3BOHOYHBIX >KMBOTHBIX: MJIEKOITUTAIOUINX,
MTUII, IIPECMBIKAIOIINXCST, aM(UOMI1 X KOCTUCTBIX PHIO.
Bbonee Toro, MMK 6bu11 0OHapy>kKeHbI (HO B MEHbIIIEM
Yyuciie) B KJIETKaX cepiael] HEeKOTOPbIX HACEKOMBIX U
MOJUTIOCKOB. DTH HaOJIIOJeHUST TOBOPSIT O Ype3Bblyaii-
HO BaXKHOI OMOJIOTMYECKOM POJIM 3TUX CTPYKTYp, Xa-
PaKTEePHBIX IJISI MUTOXOHAPWI MHTEHCHBHO U TOCTO-
STHHO pabOTaIoUIMX KJIETOK cep/ua.

OGHapyxeHo, 4To KoanyectBo MMK B Kapanomuo-
LIUTaX UBMEHSIETCS B 3aBUCUMOCTU OT (DYHKIIMOHAIBbHOMI
Harpy3ku cepua. Tak, eciiu y KpbIC BbI3BaTh 3KCIIEpH-
MEHTAJIbHO YCWJICHUE PAOOThI CEPICUHON MBIIIIIBI, Ha-
TpYMep MPY KOMITEHCATOPHOM runepTpoduu Muokap-
Ja (4acTMyHasl TepeBsi3ka aopThl), TO KOJUYECTBO
MMK yBenuuuBaeTcsl MOYTH BIBOE. YBEJIMUUBAETCS
grciao MMK u ripu noBeIIeHNN (QU3UYECKUX HArpy-
30K XMBOTHBIX. Ha000pOT, Mpu orpaHUYeHUU ITOJBUXK-
HOCTH XXMBOTHBIX, HAXOJSILLIMXCS B TECHBIX Kamepax 00-
Jiee YeTbIpex MecsleB (Kak B KOCMUYECKOM KopabJie),
TP TIaJICHUW HATPy3KW Ha CepAeUHYIO MBIIIILY ITPOMC-
XoIuT pe3koe cokpamieHue yncia MMK. Te xe 3ako-
HOMEPHOCTH HAOII0AAI0TCS U Y APYTUX XXUBOTHBIX B €C-
TECTBEHHBIX YCJIOBMSIX MX XU3HU. Tak, yMeHbIIIaeTCs
grcio MMK y 3MMHMX CIISIIIUX JIETYIUX MEIIICH, Y 31~
MyIoIIuX cypkoB. Pe3ko Bospacraer uucio MMK B
KapIMOMHUOIMTAX JeTalolX CTPUXKEH 10 CpaBHEHUIO
¢ MX TITEHIIaMU 0 BbUIeTa U3 rHe3na. M3 aTtux Habo-
JIEeHWI MOXHO ClIeJIaTh 0000IIeHNe: YeM BhIIIe (yHK-
LIMOHAJIbHAsI HAarpy3Ka Ha KapAMOMUOLIUTHI, YEM BhIIIIE
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noTtpebjeHue BSHEPruy, TeM OoJbllee KOJIUYECTBO
MMK cBsi3bIBaeT OTAEAbHbIE MUTOXOHIPUU B €NUHYIO
KOOTIEPaTUBHYIO CUCTEMY.

SAKNIOYEHUE

HTak, XOoHAPMOM KJIETKM MOXET UMETh Pa3INuHYIO
KOMITO3UIIMIO B 3aBUCUMOCTHU OT IHEPTeTUYECKUX T10-
TpebHocTel KiieTku. B mpocreiiiiem (1 yaiiie BCTpeya-
ollEeMCsI) cllydae OH MOXET ObITh MPEACTaBIEH MHO-
JK€CTBOM Pa3pO3HEHHBIX HEOOJIBIIMX MUTOXOHIPHIA,
(bYyHKIIMOHMPYIONIMX HE3aBUCUMO JPYyT OT Jpyra u
cHaOxam1mux AT® HeOobIIe YYaCTKU IIATOIIA3MbI
(puc. 6, a). B npyrom ciryuae (puc. 6, 6) IIUHHBIE U pa3-
BETBJIECHHbIE MWTOXOHIPUM MOTYT 3HEPreTUYecKu
obecrnieymBaTh OTHAJICHHbIE APYr OT JApyra y4acTKu
KJIeTkd. BapuaHToM Takoil MpOTSKEHHOW CUCTEMbI
MOXKET OBITh XOHAPUOM TUIIa MUTOXOHIPUAJIEHOTO pe-
TUKYJIyMa, KOTOPBIi BCTpeyaeTcsl KakK Yy OJIHOKJIETOU-
HBIX, TAK U1 Y MHOTOKJIETOYHBIX OpraHu3MoB. OcoOeHHO
CJIOXKHO 3TOT BWJ XOHAPUOMA BbIPAaXeH B CKEJIETHBIX
MBIIIIIAX MJIEKOMUTAIOIINX, TAE TPYIIBl TMTAaHTCKUX
pa3BETBICHHBIX MUTOXOHIIPUIA CBSI3aHbI APYT C IPYTOM
¢ nomoibio MMK (puc. 6, 2). BooGiie ke Hantuuue
MMK xapakTepHO IJid XOHAPUOMOB COKPaTUMBIX
ctpykTyp. OcobeHHo obusbHO MMK nipencraBieHbl B
KJIETKaX CEpIEYHBIX MBIIIII, T1e OHU (hYHKIIMOHAJIBHO
CBSI3BIBAIOT MHOXECTBEHHBIE OTIEIbHbIE MUTOXOHII-
PYH B €IVHYIO Pa3BETBIEHHYIO LEMb (pUC. 6, 8).
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