ObLAA bNOJIOTNA

DOI 10.37882/2223-2966.2022.12.37

W3YYEHME YNbTPACTPYKTYPHON OPTAHWU3ALIMA MEMBPAHHOIO
KOMIMJIEKCA MUTOXOHAPWANBbHOI0 HEPTETUYECKOI 0 ANMNAPATA

N

STUDY OF THE ULTRASTRUCTURAL
ORGANIZATION

OF THE MITOCHONDRIAL ENERGY
APPARATUS

A. Tsekhomsky
I. Kovtunovskaya

Summary. Mitochondria are two-membrane organoids of eukaryotic
cells of animals and some plants, fungi. They are characteristic of both
autotrophs and heterotrophs. The number of mitochondria in a cell can
vary significantly, depending on the type of cells. Most of them are in
cells that perform the most energy-consuming functions (for example,
reduction). In the cell, these organelles perform extensive functions
related to the oxidation of organic substances and the synthesis of a
universal energy source — adenesinetriphosphate (ATP). For this
reason, the entire structural organization of mitochondria is adapted
to perform oxidative processes. However, the energy function is
not the only characteristic of mitochondria. They also participate in
the synthesis of steroids and nucleic acids, having the appropriate
architectonics for this. In addition, energy can accumulate not only
in the form of ATP molecules, but also be emitted into the external
environment in the form of heat — thermal function. The paper will
consider not only the structural features common to all mitochondria,
but also some particulars characteristic of certain types of cells. As well
as the evolutionary adaptations that appeared in them in the process of
multiple complication. The result of the work is a detailed description
of the structure of the mitochondria, which is necessary for further in-
depth understanding of the specifics of the transformations that occur
in these organelles.
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SBOAIOUNS MATOXOHAP

CTOPUA NPOUCXOXKAEHUSA MUTOXOHAPUI UHTEPECHA

TeMm, YTO 3TO NPEXAe BCEro NCTOPUA O NapasuTuye-

CKMX, UNK, BepHee ByfeT cka3aTb, CUMOUNOTUYECKIMX
OTHoLWeHuAX. Ecnn 06bIYHO MapasnT NCNosb3yeT TeO XO-
3AMHA, KaK WKL, TO B JaHHOM Cilyyae CUTyaums obcTo-
Ut gpyrum obpasom. MNMpokapunoTtbl — 6e3bsigepHble KieT-
KN — B NpoLiecce 3BoJIOLUMM Pa3BMBaNIUCD, I CO BPEMEHEM
CTann Hy>KAaTbCA B OOMblUEM KOMMYECTBE KWCIOPOAa,
BepHee B 6onee 3pPpeKkTMBHOM ero mcnonb3oBaHun. Mc-
Monb30BaTb KNCIOPOA AOCTAaTOYHO 3PEKTUBHO CaMOCTO-
ATENIbHO OHU He VMENU BO3MOXKHOCTU BBUAY OTCYTCTBUSA
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AnHomayug. MUTOXOHAPUYM ABNAIOTCA ABYMeMOPaHHbIMIN OpraHouAaMi 3yKa-
PUOTUYECKUX KNETOK XMBOTHbIX U HEKOTOPbIX PACTEHMA, pr60OB. XapaKTepHbl
Kak AnA aBToTpodoB, TaK W AnA retepotpoos. Konuuecto MuTOXOHApMIA
B KNIeTKe MOXET 3HauuTeNbHO OTANYATbCA, B 3aBUCUMOCTY OT TUNA KNeETOK.
bonbluee ux KonMuecTBO HaXOAUTCA B KNeTKaX, BbIMOMHAKOWMX Haubonee
3Hepro3aTpatHble GyHKLUN (Hanpumep, COKpalleHue). B knetke aHHble 3Tn
OpraHesnibl BbINONHAKT 06WUPHbIE QYHKLAM, KACAKOLLMeCs OKNCTEHIs Opra-
HIYECKIX BELLECTB M CUHTE3A YHUBEPCANIbHOMO MCTOUHNKA IHEpran — afe-
HesuHTpudochara (ATD). Mo 370l NpuuMHe BCA CTPYKTYpHaA OpraHu3auma
MUTOXOHAPHIA NpUCNocobneHa AnA BbINONHEHUA OKNCIUTENbHBIX NPOLIECCoB.
0OnHaKo, SHepreTnyeckas QYHKLUA — He e[MHCTBEHHaA XapakTepHasa AnA
MUTOXOHAPHIA. OHW TaKkKe yYacTBYI0 B CUHTE3e CTEPOUAOB U HYKNEUHOBbIX
KNCI0T, MesA ANA 3TOro COOTBETCTBYIOLLYI0 apXUTEKTOHUKY. Kpome Toro, SHep-
rA MOXET HaKananBaTbCA He ToNbko B Buge monekyn ATD, a Takxe ucny-
CKaTbCA BO BHELLHIOK Cpefly B BuAe Tenna — TepModyHKUMA. B pabote bymyT
PaccMOTPEHbI 0bLLMe A BceX MUTOXOHZAPHIA 0C0OEHHOCTH CTPOEHNA. A TaKxe
3BOMIOLNOHHbIE NPUCTIOCOOEHNS, KOTOpbIE MOABUMMCH B HIAX B MPOLIECCE MHO-
FOKPaTHOro yCnoXHeHus. Pe3ynbratom paboTbl ABnAeTca nogpobHoe onuca-
HIe CTPOEHMA MUTOXOHAPUI, HeobXoaMMOe AN fanbHeiiluero ray6okoro no-
HUMaHNA cneunuKIM NPeBpaLLeHNil, KOTOPble NPOTEKAIOT B 3TUX OPraHensax.

Kntouesble ciosa: MUTOXOHAPUM, CTPYKTYpa, apXUTEKTOHIKA, KPUCTbI, MEM-
bpaHa.

Ha TOM 3Tane HeobXoAMMbIX Crneunduyecknx opraHess.
Bbixog AnsA NpoKapuoTUYECKUX KNeTOoK rnoasuiaca bnaro-
JapAa cywecTtBoBaHuio OakTepuinn (nporeHoT). lNpokapu-
oTbl nornowanu (barountuposanu) GakTepun, NPy 3Tom
He y6uBasa ux. /l ncnonb3oBany 3atem B KauecTBe OKUCIN-
TeNbHbIX LEHTPOB. B cBOlO ouepefb 6aktepun nonyyanu
YyacTb MUK, MOFOWAeMo npokapuotamu. CumomnoTu-
yecKkume OTHOLLEHVA CYLIeCTBOBANM MeXAy MporeHoTamu
1 NPOKapuoTaMy MUSISINOHBI NET. B 3TO BpemMs ¢ MOMOLLbio
npouecca ropr3OHTasbHOro NepeHoca HacnefnCcTBEHHOM
NHbopMauunmn(koHbloraunmn) 6akTepun nepeganu npoka-
proTaM 3HaUUTENbHYH YaCTb CBOEro reHeTMYeckoro maTe-
puana. Tak co BpeMeHeM MoABUINCb MUTOXOHAPUN, yTpa-
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TUB CMOCOBHOCTb K CAaMOCTOSITEIbHOMY CYLLECTBOBaHMUIO.
HecMoTpsa Ha TO, UTO MUTOXOHAPUN MMEKT COOCTBEHHYIO
OHK, oHn BCce paBHO MCMONb3ylOT BCNOMOraTesibHble 6en-
KW, CMHTe3upyemble Ha MaTpuue MPHK, Kotopasa B cBoto
oyepefb CUHTE3NPYETCA C MoMoLlblo yxKe agepHon OHK.
Bonee 95% MWUTOXOHApPUWANbHbIX 6ENKOB KopupyeTtcs
AOPOM, UTOo OoObACHAeTCA 6efHOCTbI0 reHoma npeplue-
CTBEHHWKOB MUTOXOHAPWI — NPOreHoT.

LleHTpanbHOe nNOHATME 3BOMOLUUN MUTOXOHAPUA —
npuobpeTeHne MU HOBOW CUCTEMbI MMMOpPTa OeNKoB, KO-
TOpas MrpaeT KIUYEBYID POJib B TPAHCMOpPTe OGENKOBbIX
1 HeGENKOBbIX MONIEKY B MUTOXOHAPMIO 1 13 Hee. MHorune
KOMMOHEHTbl 6e/IKOBOW TPAHCMOPTHOW CUCTEMbI MPUCYT-
CcTBOBanM y obuyero npokapunoTtunyeckoro npegka — LEGO.
W 6binn 3aMMcTBOBaHbI MUTOXOHAPUAMK. Mbl Bygem pac-
CcMaTpvBaTb 3BOMIOLMIO MPOTEMHOBOIO KOMMJIEKCa APOXK-
Xen Saccharomyces cerevisiae. 2TOT BU, OPOX>KeN NNLLIEH
MUTOXOHZPUANbHOTO MOPUHA (KOTOPbI TakXKe MHOTAA Ha-
3bIBAlOT 3aBUCUMBIV OT HaNpPAXKEHUA aHNOH-CENEKTUBHbIN
KaHan). OT0 yKa3blBaeT, UTo CBA3bIBaHMeE CybCcTpaTa C BTO-
pvyHbIM peuentopom Tom22 unu ¢ peuentopom Tom40,
no BCel BUAMMOCTK, obecrneuyrBano AOCTaTOUHY crey-
NPMUYHOCTb CBA3biBaeMblx 6enkoB. bonbloe KonnyecTso
nccnenoBaHui NokasbiBaeT, YTo Tom20 npeanovTUTeNbHO
pacnosHaeT npeABapuTeNbHYLO NocnefoBaTenbHOCTb 6en-
KOB, TorAa Kak ana Tom70 npegnoyYtTuTeNbHbIMU ABAAKOTCA
MUTOXOHApPManbHble 6enku-Hocutenu (MCP). CtonT oTme-
TUTb, YTO CamMble HejaBHME aHaNM3bl MPOTEOMA MUTOXOH-
APV MOKa3anyu — UMMOPT MHOTUX GeNIKoB, B TOM uunciie
N TeX, YTO cofepkaT npeaBapuTeNbHY0 nocniefoBaTtesb-
HOCTb, TaKXKe NPOXOoAAT yepe3 y3HaBaHue Tom70. Kpome
TOro, HEKOTOPbIX 0630pax cylecTByeT MHbOpMaL A O cTe-
MeHn CBA3bIBAHMA WM BuAax CyObCTPaToB C pelentopamu
ATOM46 n ATOM69 B MUTOXOHAPUANIbHbIX annapartax Tpu-
NaHOCOM. XOTA MepeyncyieHHble peLenTopbl He NPoABNA-
0T CBOWCTB CTPOTrow cneunduyHoCcTM B BbibOpe aHanmsu-
pyemoro cy6cTpaTa, BCe-Taku HeKoTopble MpeanoyTeHus
B 3TOM Y HuX ecTb. Peyentopbl Tom20 n ATOM46 otaatot
npegnoyteHne ruapoPuIbHbIM 6Genkam, CcofepKalinm
npeaBapuTeNbHylO  NocnefoBaTenbHOCTb.  PeuenTopbl
Tom20 y fpoKKeln 1 'y pacTeHUI UMEIOT, NO BCEN BUAMMO-
CTW, CXOXMe GYHKLUM 1 npeanoyTeHns B cybcTpaTtax, XoTa
N NpeacTaBnAlOT pasHble gomeHbl. OgHako, pacTuTenb-
HbIt Tom20 nmeeT obpaTHYI0 TOMOMOMMIO, YTO MOKa3biBaeT
pa3Hble 3BOJIOLMOHHbIE MYTKW, HauMHaoLWMeca oT obLyero
apeBHero npepgka. B 1o xe Bpema peuentopbl ATOM69
B MUTOXOHAPMAX TPUMAHOCOM KMeeT MNOBTOpAOLMeCca
fomeHbl ARMs, KoTopble He 6blI O6HapPYKeHbI Y APYrX
npeactaBuTenell 3yKapuoT. 3epKanbHasd CUTyauua Ha-
6nogaetca B peuentopax Tom70, ATOM69 nOM64, koTo-
pble MMeIOT pasHble JOMEHHble CTPYKTYpPbl, HO MPY 3TOM
CXOXM B NMpefnoyteHusax K cybcTpaty. Bce 3t pasnuuusa
B CTpoeHUM 1 GYHKUMAX PeLenTopoB OTPa)KaloT CHOX-
Hble 3BOJIIOLMOHHbIE B3aUMOAENCTBUA, npoucxogsalimne

Ha NpOoTAXXeHNn BCero q)VIJ'IOFEHe3a N Pa3BUTUNA CTPYKTYpP
MUTOXOHAPWANbHOIO annaparta KJIeTOK.

Obumne AAS BCex CTPYKTYpbI

PaccmoTprm obuime Trnbl MeMbpaHHble CTPYKTYp AnA
MUTOXOHAPUIN BCeX TKaHen 3ykapuoT. MutoxoHApun —
LByMeMOpaHHble NoJlyaBTOHOMHblE OpraHoOWAbl, KOTopble
MOTYT METb S/UTUMTUYECKYI0, ChepuyecKyto, HUTEBUAHY!IO,
NanoyYKoBUAHYI0 GOPMY, OHa MOXKET N3MEHATLCA C TEYEHU-
em BpemeHn. MutoxoHapun nmetoT pasmepbl ot 0.2 go 2
MWKPOMETPOB B WNPUHY 1 OT 2 Ao 10 MKM B AnnHy. Ha cee-
TOBOW MUKPOCKOMUN UMEIOT BUJ MESIKOro pa3mepa 3epeH
M HUTEN.

MwuTOXOHAPMN, KaK Mbl y>Ke CKa3anu, COCTOAT U3 ABYX
MeMOpaH: BHYTPEHHEN 1 BHELUHeN, KoTopble pasfesnieHbl
MeXmMeMOpaHHbIM MPOCTPaHCTBOM. Hapy»kHada membpa-
Ha MO CBOVM CBOWCTBaM HamoOMWHaET Ma3MonemMmy, T.K.
ob6nafaeT BbICOKOW CeNeKTUBHON M36MpaTenbHOCTbIO AJiA
MOJIeKYNAPHbIX Komnnekcos maccon o 10 000 ganbToH.
Takas nNpoHuLaemMocTb obecneuyrBaeTcs GOMbLUMM KOMU-
YeCTBOM PeLEenTOPOB U KaHANO0B, YaCTb U3 KOTOPbIX Obiv
y»Ke pacCMOTpeHbl B npeAabigyliem pasgene. Paccmotprm
Hanbosnee BaxHble, MO HalleMy MHEeHWIo, 6enkn BHeLHeR
membpaHbl. Hanbonee 3HaummbiM ana nepeHoca 6enkos
1N HU3KOMONEKYNAPHbIX COeAMHEHNI ABNAETCA Tak Ha3blBa-
eMblli MOPUH, UK, eCNIN 03BYYUTb €ro NOoJIHOE Ha3BaHMe —
3aBUCKMbIV OT HaNpPAXeHUA aHNOHHbIN KaHan (VDACQ). MNo-
PVIH UMeeT HECKOMbKO N30popM, KOTOPble COOTBETCTBEHHO
06pa3yloT passinyHble reTepo- 1 romononumepbl. OCHOB-
Hble GYHKLMM MOpMHA — 3TO NepeHOoC TpaHcnopTHon PHK
1 MmeTabonutoB Yepes membpaHbl. Ctpyktypa VDAC npeg-
CTaBfieHa 6enkom uunuHgpuyeckor, B-604koobpasHol
dopmbl. CocTonT 13 19 aHTMNapannenbHbIX B-nnacTMHOK,
KOTOpble MPOHM3aHbl Mopamu C AMameTpoM OKoso 3,8
HM. [lo nocnegHMM nccnefoBaHNAM MOXKHO YBUAETb, YTO
N-KoHeL, nopuHa MMeeT HYKNeoTuA CBA3bIBAOWNIA CaWT,
NPVHMMALWMNI yyacTne B nMmnoprte TpaHcnoptHom PHK.
Bo BpemsA nccnegoBaHma MUTOXOHAPUIN NEKAPCKNX JPOX-
Xen S. cerevisiae 6bII0 OOHAPYXKEHO, UTO NMPU BO3HUKHO-
BEHMW MyTauuln B CTPYKType reHos, kogupyowmx VDAC,
ocnabnanca umnopt HK B n30n11poOBaHHbIX NOMNYNALMAX
apoxxeln. Ho ocnabneHwue, ogHako, 6b1710 YacTUUHbIM. YTO
HaBOAWUT Ha MbIC/lb O TOM, KaK MOPUH MOXeT AeNCTBOBaTb
BO BpeMs MMMopTa He B OAMHOUKY. C HUM B TaHAEME B M-
nopte OHK yuacTByeT npepliecTBEHHUK B-cyb6beanHu-
ubl FIFO ATO-cuHTeTasbl. OH NOKanu3yeTca Ha BHeLIHEeN
MembpaHe. [0BOps 0 NPOCTPAHCTBE MeXAYy MeMOpaHamu,
CTOUT ynoMaAHyTb ppyrue nepeHocumku [HK: Cu-cBA3bi-
Batowui 6enok (CuBP). CuBP yuacTByeT B mpoBefeHuu
SNEeKTPOHOB Yepes NepByto AbixaTeNbHylo Uenb. MyTauun
B reHe, kogupytowem CuBP, npuBogaT K CHMKeHMIO ypoB-
HA umnopTa AHK. Cnegyet ckasatb, uto B mmnopte AHK
N ApYrux coegnHeHnin NOMNMO NMepeynciieHHbIX peLenTo-

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N°12 0ekabpe 2022 2. 51




ObLAA bNOJIOTNA

poB NpuHUMalOT yyacTre 6enkn Om14 un 2-a cy6beguHm-
LUa, BXogAawasa B KOMMeKc 3-en gbixatenbHow uenu. Qcr2
BXOAUT B cOCTaB nopuHa. Nepengem K tTeme nmnopta AHK
yepes BHYTPEHHIOI MeEMOPaHY, KOTOPbIV OCYLLEeCTBAAETCA
c nomouybto 6enkos cembn MCF. Ecnm TouHee, C MOMOLLbIO
afleHUHHyKkneoTtnarpaHcnokasbl (ANT). ATE npumeHsaeTca
MUTOXOHAPUAMN ANA nepeHoca 60nbworo yncia Kopak-
TOPOB 1 MeTabonuToB, B TOM umncne ana nepeHoca AJO.
MpumeyatenbHO, YTO NprBedeHHbIe YyTBEPKAEHMA crpa-
BeAMBbl TONIbKO AN MUTOXOHAPUMN pPacTeHuin. Y »KNBOT-
HbIX CBA3M Mexpay aktmBHocTbio ANT u mmnoptom OHK
He o6Hapy»eHo. [Ina gpoxxen npu uHrmbnposaHum ANT
HabnJaNoCh YaCTUUYHOE CHUVXKEHWEe YPOBHA MMMoOpPTa
OHK. 310 KocBeHHO yKa3biBaeT Ha ¢akT, uto ANT aBnsa-
eTCA He efVHCTBEHHbIM 6enkom, umnoptupyowmm OHK
13 uutosona KneTku. Ewe ogmH 6enok, Mcnonb3yemblin Mu-
TOXOHAPUAMN ANA nornoweHna makpomonekyn — TFAM.
OH cBa3biBaeTca ¢ MTJHK, a TouHee ¢ ero gomeHom, obe-
cneymBavwLMM nepeHoc B MutoxoHapun — PTD, protein
transduction domain, a TakXe cMrHasioM MAUTOXOHAPWaNb-
HoW nokanu3saumm — MTS, matrix targeting signal.

Mbl MHOIO NKICany O KOHKPETHbIX 6enkax, KoTopble UC-
MOJb3YTCA MUTOXOHAPUAMU ANA CBOUX TPAHCMOPTHbIX
Hy>K[. Tenepb NOroBOPUM O ABYX OCHOBHbIX MeXaHu3MmaXx,
NCMNONb3yeMbIX MUTOXOHAPMWANbHbIMU MemOpaHamn Ans
y3HaBaHUA cybCcTpaTHbIX eanHuL. MepBbli — y3HaBaHue
N-KOHLIeBbIX CUFHaNbHbIX MOC/TefoBaTeNIbHOCTEN, TaKXe
Ha3blBaeMblX OTLLEMAAEMbIMA MNPENOCNef0BaTENbHOCTA-
MU. N-KOHLIeBble MOCe[0BaATENIbHOCT MOXHO OXapaKTe-
pu3oBaTb 6ONMbWUM cofepKaHnem ruapodobHbIx dpar-
MEHTOB 1 aMUWHOKUCIIOT, 3apPsXXeHHbIX MOJIOXKUTENBHO.
Mpy B3anMopencTBUN C MUTOXOHAPWANbHON MeMOpaHO
npovcxogut obpasoBaHme ampudmnbHom a-cnmpanu. Ta-

Kas CTPyKTypa npenociefoBaTesibHOCTU obecneunBaeT
ee y3HaBaHue 6enikamu MembpaHbl. CBOMM Ha3BaHUEM MO-
CnepoBaTeNibHOCTY 06s13aHbl TEM, YTO OHU pacronaratTca
Ha N-koHuUe 6enka. MNepen MMMNOPTOM B MATPUKC Oenok
B LMUTOMNMa3Me CBA3bIBAETCA C pAfomM GakTopoB, KOTopble
noafep>KMBaloT ero B Pa3BepHYTOM COCTOAHUU (Hanpwu-
Mep, ¢paktop MSF). MNMocne npucoeanHeHna MSF-dpakTo-
pa 6enok obpasyeT elle 6onee maccrBHoe coefuHeHne
¢ Hsp90 mn Hsp70. CBA3biBaHME C 3TMMW LuanepoHamu
No3BOJSIAET He CJIyuUTbCA BHE3anHOMYy CBOpPayMBaHUIO
M arperauyuun 6enka-npefwecTBeHHUKa. [pyroi cnocob
umnopTa 6efika B MUTOXOHAPUM HE TaK WMPOKO MCMOSb-
3yeTcA, No3ToMy nofpobHee GyfeT pacCMOTPEH B APYruX
CTaTbAX [AaHHOro LMKna. PaHee Mbl CKa3anu O CyLecTBO-
BaHMM peuenTopos rpynmnbl Tom: Tom22, Tom40 n Tom70.
TOM pacwmndpoBbIBaeTCA KakK “TpaHCI0Ka3HbIN KOMMIeKC
HapyXHOW MUTOXOHZpPWanbHoOM mMembpaHbl” (translocase
of outer membrane). TOM 6enKn cocToAT M3 GONbLUNX
OOMEHOB — LIUTO30/IbHOIO M TPaHCMeMbpaHHoro. Kpome
Toro, peuentop Tom22 nmeeT KoHueBol C-foMeH, obpa-
LWEHHDbIV B MEXXMEMOPaHHOE MPOCTPaHCTBO. benku rpyn-
nbl TOM ob6ecneynBaloT UMMOPT, €CNM HEe NMOAABNSIOLWETO,
TO GonbLIOro KonmyecTsa 6enKoB, U aKTUBHO Y4acCTBYHOT
B TPAHCMOPTE MUTOXOHAPWN.

[aHHaa paboTa Obina noceAleHa NUWb HebonblLIOMY
KonnuyectBy MemMOpaHHbIX CTPYKTYp M BXOAUT B MaclITab-
HBIA LMK MO M3YyYEHWIO CTPOEHUA N GYHKLUIA SHepreTu-
YecKMx CTaHUMI KNeTKU — MUTOXOHApWIA. B 6onee no3a-
HUX CTaTbsAX Mbl PAacCMOTPUM BOMPOCHI MMMoOpTa 6enkKa,
MX NPearuaposM3HoOro U NocTrnapon3Horo npeobpaso-
BaHWA, CaM NPOoLecC rmaponnsa, a Tak»ke BaXkHble MaToso-
rmyeckme COCTOAHMA, CBA3AHHbIE C HapyLeHMeM MMnopTa
1 06paboTKMN 6ENKOB.
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