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Pesiome

H3yueHue MHO2UX MeOQUKO-OU0/A02UYECKUX NPObAeM Xxapakmepusyemcsl s18Hol Hed0oyeHKoU yHOaMeHmMaabHOU
POAU MUMOXOHOPULL 8 3801I0YUU NPAKMUYECKU 8CeX YKAPUOMUYECKUX OP2AHU3MO8 HA NJAaHeme, 8K/A04ds 2pubbl,
pacmenus u scugomuwlii mup. Tem 601ee 8axcHO yHumbuieams yHOamMeHMabHble U pasHOCMOPOHHUE PYyHKYUU
MUMOXOHApuUll npu U3y4eHuu Gu3auo.102ul U NAMo102uUl 4e/a08eKd, MEXAHU3MO08 cmapeHust. B daHHOll ieKyuu Mol
KOpomKo paccmampusaem npoucxoxcoeHue MumoxoHopull, Ux poib 8 B03HUKHOBEHUU pacmeHuUll, Komopble nosieu-
JAUCL Ha naaHeme Ha 1-1,5 muaiuapoa 1em no3dHee 3ykapuom ¢ MUMoXoHOPUSMU, U NOCAYHCUAU NUW,e80l 0CHOBOU
0151 6ypHoli 380.110YUU 8cex 8UA08 HcUBOMHO20 MUpA. B xode npespawjeHust npomobakmepuu 8 MUMOXOHOPUI0 npu-
MmepHo 1000-1500 zeHos 6bl10 nepedaHo 8 0po sykapuom, a ocmaswuecs 8 Mm/JHK 37 zeHos npucymcmayrom
npakmuyeckuy ecex 8udoe 1 ugomHulix. [1os181eHue MUmMoxoHAputl y 3ykapuom npuse/io K nogblueHuU0 NpooyKyuu
aKmuseHuIx popm Kucaopoda u yckopenuro mymayuii mm/HK. I[Ipednoaazaemcsi, ymo nosigneHue noa108020 pas-
MHOJCEHUS1 8 X00e 380/1I0YUU S8UA0CL CNOCO60M 3aUUMbl OM HAKONJEHUS 8pedHbIx Mymayuli 8 nonyasyuu. [pu
amomy ecex 8udog xcugomuuix mm/JHK Hacaedyemcst moabKo no MamepuHckol AUHUU. Y Yea08eka MamepuHcKas
Hacaedyemocmvb Mm/HK npusena k 601ee yacmomy nposieneHuio, 0C06eHHO 8 MAIbLX, UAU UHOPEOHbIX NONYASYUSX,
psi0a 60s1e3Hetl N0 MYHCCKOT AUHUU, MYHCCKOMY 6eCn/100Ulo, d makdice yCKOPeHHOMY CmapeHuio U 60/1ee Kopomkotl
NPo00ANHCUMENLHOCMU HCUZHU, 8 CPAGHEHUU C HCeHWUHAMU. IMU HeaamusHble caedcmeaust Hacaedyemocmu mm/JHK
N0 MAMEPUHCKOU AUHUU NPUBEAU K NOSIB/AEHUI0 MePMUHA «MAMepUHCKoe npokasmuey. HedagHue uccaedosaHusi
nokasanu, ymo mymayuu mm/JHK He sias110mcsi npu4uHoll cmapeHus 4es08eka. Kpusuc MumoxoHopuaibHoll pa-
OQUKA/IbHOU Meopuu cmapeHusi C8s13aH ¢ meM, Ymo 00.120€ 8peMsl He y4umbl8a/1acs po.1b NPOMOHUPOBAHHOU (POPMbl
cynepokcudHo20 padukaaa - nep2udpoKkcuibHo20 padukasd, Komopblii akmugupyem nepekucHoe oKuc/aeHue noau-
HeHACbIWEHHbIX HCUPHBIX KUC/10m 8 cocmase ghocgounudos. Imo conpososcdaemcst 06pasos8aHuemM pasHoobpasHbIx
6u0/102UYeCKU AKMUBHBIX MOEKY/A U MOKCUHO8. [[03momy cmapeHue Modicem He conpogoscdamucsi cneyugduieckot
CUMNMOMAMUKOU UMEHHO U3-3a NOCMENEHHO020 HAKON/EHUS! CAMbIX PA3HbIX HAPYWeHUT U nospexcoeHull cmpykmy-
pbl u PyHKyuii MumoxoHdpuil. B KoHYe KOHY08 3mo npugodum K pa3sumuro i8HbIX NAMOo/102Ull 8 nepgyio oyepeds
8 mex op2aHax, komopwle umerom 60abwoli duanazoH GyHKYUOHAIbLHOLU AKMUBHOCMU U 8bICOKYIO 38UCUMOCMb
om nompeb.1eHuUs! KUca10po0a, a UMeHHO & cepdye, M032€, CKe/IeMHbIX MbIUYaxX U 8 3Hdomeauu cocydos.
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Abstract
In studies of many medical and biological problems, there is a clear underestimation of the fundamental role of mi-
tochondria in the evolution of eukaryotic organisms on the planet, including fungi, plants and fauna. It is important
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to take into consideration numerous fundamental functions of mitochondria when studying the human physiology
and pathology, aging mechanisms. In this lecture, we briefly discuss the origin of mitochondria and their importance
in the emergence of plants, which appeared on the planet 1-1.5 billion years later than eukaryotes with mitochondria,
and served as the food basis for the rapid evolution of all species of the animal world. In the course of transformation
of protobacteria into mitochondria, approximately 1000-1500 genes were transferred to the nucleus of eukaryotes, and
the remaining 37 mitochondrial genes (mtDNA) exist in all types of animals. The presence of mitochondria in eukary-
otes led to increased production of reactive oxygen species and accelerated mutations in mtDNA. The spread of sexual
reproduction may have been the way of protection against the accumulation of harmful mutations in mtDNA. At the
same time, in all animal species mtDNA is inherited only maternally. In humans, the maternal inheritance of mtDNA
led to uneven distribution, in small or inbred populations in particular, of a number of diseases with large prevalence
in men, as well as male infertility, and in general accelerated aging and shorter lifespan in men, as compared with
women. These negative consequences of the maternal inheritance of mtDNA were termed as “mother’s curse”. Recent
studies have shown that mtDNA mutations are not the cause of human aging. The crisis of the mitochondrial free radical
theory of aging is largely associated with the neglect of the protonated form of the superoxide radical, the perhydroxyl
radical, which activates the peroxidation of polyunsaturated fatty acids in mitochondrial phospholipids. This results
in production of various biologically active molecules and toxins. Therefore, initially aging may lack the manifestation
of specific symptoms because of gradual accumulation of a wide variety of disorders and damages to the structure and
functions of mitochondria and cells that finally lead to the development of diseases. The pathologies appear primarily
in those organs that have a wide range of functional activity and a high dependence on oxygen consumption, namely
the heart, brain, skeletal muscles and vascular epithelium.
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BBEJEHUE

M3yueHune monekynapHoO 61MoNorMm MUTOXOHAPVAb-
Hon [HK (mTOHK) nrpaet orpomMHyto ponb B MOHWMaHUN
SBOJMIOUMM KU3HW Ha 3emse, BK/toYasa rpubbl, pacTeHUs
1 apyrue Gopmbl XKN3HW, U, ECTECTBEHHO, MeTaboNNYECKUX
NPOLIeCCOB B OPraHn3Me XNBOTHbIX 1 YeNIOBEKA, Ero cTape-
HUW 11 BO3HVKHOBEHWM GOJbLUNMHCTBA OONe3HeN.

B 3TO neKkumm B KauecTBe NyTEBOAHOW HUTU Mbl Byfem
BO MHOTOM ONUPaTbCA Ha paboTbl U3BECTHOrO yuéHoro [y-
rnaca Bannaca (Douglas C. Wallace) - ogHoro 13 co3patenen
MUTOXOHAPUANIbHON MeAULMHbI 1 BO MHOFOM NEPBOOTKPbI-
BaTeAl MHOTMX aCMeKTOB FreHeTUKN MUToxoHapuii [1, 2, 3,4,
5, 6]. PaboTbl Bannaca otnmyaotca oyeHb rnyboKmm, fgaxe
dunocodpckmm noHnmaHvem ponu MTAHK He TonbKko B Me-
OVILVHCKOM acreKTe, HO U posii MUTOXOHAPWIA B adanTaumm
YesioBeKa K OKpy»KaloLLen Cpefe, 1 Kak C MOMOLLbIO N3y4eHus
MTAHK MOXHO npocneanTb Ny T MArpaLnin APEBHNX Ntoaen
o nnaHeTe.

MmeHHO 3TM dyHAameHTanbHbIM acnekTam Mbl yae-
num 6onblie BHUMaHWSA, 0cO6eHHO onucaxuto ponu mTAHK
B NMPMCNocabnBaemocTy, iy agantaumm (B aHrMoA3bIYHON
nuTepaTtype As1Aa 3TOro NOHATNA YaCTO NCNOSNb3yeTCA CNOBO
«fitness», KOTopoe B JAaHHOM KOHTEKCTE UMEET 3HaueHue
«BO BCEX OTHOLLEHMAX COOTBETCTBOBATb YCJIOBUAM Cpefbl
06UTaHMA N NOAAEPKAHUSA 3[0POBbSA») UesIOBEKA K Pa3HbIM
KNMMaTUYeCKMM pernoHam 3emnu. KnumaTtnyeckune 30HbI
OT/INYAIOTCA APYr OT ApYyra He TONbKO TemnepaTypon u ce-
30HHbIMU N3MEHEHUAMU KNTMATA, HO 1 ONpPefenaAioT COCTaB
N AOCTYMHOCTb MUK, onpefenaoLllein metabonmyeckme
1 faxe NMcuxonornyeckre acnekTbl agantaumu. Hanpumep,
NOL0EACTBO, B TeUEHE JONITOro BPEMEHM PacnpOCTPaHEH-
HOE Ha OCTPOBaX TPOMNYECKOW 30HbI, MOT/10 ObITb BbI3BaHO
He 3/106HbIM XapakTepom abopureHoB, a HEJOCTAaTKOM
6enKkoBow NuLK.

Takas afganTayus MoXeT 6biTb 00YC/IOB/IEHA B TOM Ymcsie
n myTaumamu MTAHK, B pe3ynbraTte KOTOPbIX rPynMbl FeHOB
MT[HK KopeHHOro HaceneHmaA pasHbiX KNMMaTUYECKNX 30H
nnaHeTbl NpUobpenu pag YCTONUMBBIX OTINUNIA, OTPAXKEH-
HbIX B punoreHnn MmTHK yenoseka B Buge «raniorpymnn».
Mbl Takxe 06cyanm Takomn dyHAaMeHTanbHbIN BOMPOC, Kak
1 noyemy NPOTOMUTOXOHAPWY NepeAani CBOU reHbl B Xpo-

Mocombl AApa, n novemy MTAHKy sykapnoT 1 6onblunHCTBa
BWOB XXVMBOTHOIO MUPA, BKJIOUAA MJIEKOMUTAIOLWWKIX, U Jaxe
y pacTeHni nepefaéTca MOTOMCTBY MO XXEeHCKOW INHUN. DTN
BOMPOCHI HE MPOCTO aKalEMMNYECKIE, OHU VIMEIOT OTPOMHOE
3HauyeHune AnA NoOHUMaHVA GU3NONOrY YeNIoBeKa, BO3HUK-
HOBEHWA 6ose3Hen N MexaHN3MOB cTapeHus. K coxkaneHuto,
B Hallle BPeMsA MHOrMe UCCNefoBaTeNn HeJOOLEeHUBAIOT
dyHOaMeHTanbHYI0 pPoflb MATOXOHAPWIA AnA deHoMeHa
MHOTOKIETOUHOW »KMN3HU 1 3BoNoLMnN. OBbIYHO cYMTaeTCs,
UTO MUTOXOHZPUU, 3TO MPOCTO UCTOYHUK AAEHO3MHTPUOC-
daT (ATO), MHOrMe [O6aBNAOT TakMe GYyHKLMY, KaK anonTo3
n mutodaruno. Ho 310 ganeko He BCcE. be3 MUTOXoHZpPWUIA
He 6b1710 6bl BOOOLLE HVKAKOI 3BOMIOLNM CIIOXKHOMN KU3HU
Ha 3emsie, BKJlOYas pacTutenbHyto. Mbl eLé He BCE 3Haem
0 MUTOXOHAPUAX, 0COBEHHO UX ponu B GU3MONOrNn Ye-
noBeka. [JokazaHo, UTO MUTOXOHAPWY ABAAIOTCA MAaBHbIM
WCTOYHVIKOM B OpPraHU3Me He TOJSIbKO SHeprum B pasHbIX
eé dopmax, Ho 1 aKTUBHbIX hopm Krcnopoaa (ADK), koTopble
BbI3bIBAOT CTapeHMe 1 ANCHYHKUMM MUTOXOHAPUIA. MyTauun
MUTOXOHAPUanbHon HK npnBogAaT K pasBUTUIO TAXKENbIX
HacneACTBEHHbIX 6one3Hen 1 6onesHel CTapyecKoro Bo3-
pacta [1, 2, 3, 4, 5, 6]. lpn 3TOM naTonoruu, cBA3aHHbIe
C ANCOYHKUMAMN MUTOXOHAPUIA, UMEIOT 3HAaUNTENbHbIN MO-
noso nepekoc [3, 4, 5]. V1 paxke camo noABneHmne noaoBoro
Pa3MHOXEHUS MOXKET ObITb CBA3aHO C HAJIMUMEM B KNeTKax
MUTOXOHAPUIA. HegaBHO Obina BbIgBUHYTA rMnoTesa, Yto
obpa3oBaHve CBOOOAHbIX PaAVKaNoB MUTOXOHAPUAMMU
6blSI0 OAHOV U3 BaXKHbIX NPUYMH BO3HUKHOBEHMSA MOJIOB
[7]. A 6e3 cekca He 6bino 6bl TIOBY, U XKN3Hb B NI0OOOM BUE
6bln1a Obl He TaKoW NHTEPEeCHOW.

B 37Ol 1 nocnegyoWwyx NeKUusax mbl NoMbITaemcs 03-
HaKOMWTb YnTaTens, XoTA Obl KOPOTKO, C CamMbIMy Mocnes-
HUMUK COOBITUAMMU, KOTOPbIE MPOU3OLLAN U MPOJOSIKAT
NPoNCXoanTb B MUTOXOHApMonorum. OgHaKo HauHEM Mbl
«OT MeYKM», TO eCTb BKPATLLE PaCCMOTPVIM NMPOUNCXOXKAEHNE
MUTOXOHZPWIA. ITO HEOHXOANMO NO HECKONBbKMM NPUYNHAM.
Bo-nepBbix, MHOT Ve 6eNKK, NCNOMHALLKE POJib GepPMEHTOB
U MeMOPAHHbBIX MePEHOCYMKOB, ObIIV MOYTU 6e3 N3MeHe-
HUIA He TONIbKO YXe Y CaMblX NepBblX NpoTobakTepuii, 1 B
Halle BpemMs OHU PaboTaloT BO BCEX >KMBbIX OPraHU3Max,
MMEIOLLMX MATOXOHAPUN. BO-BTOPbIX, MHOME CBOWCTBA MU~
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TOXOHAPWI, TaKUE KaK YyBCTBUTENIbHOCTb K aHTMOMOTMKaM,
cocTaB pochonunuaoB 1 nx obpasoBaHMe, HAMOMUHAOT
0 6akTepmanbHOM MPOLUIOM MUTOXOHAPUNA. ITO BaXHO
NMOMHUTb, MOCKONbKY 6onee uem B 90 % Bcex nybnukauui
O CBOWCTBAXxX KyNbTUBMPYEMbIX KNETOK, aBTOPbl NCMOb30-
Basi 1 MPOLOSIKAIOT UCMONb30BaTb aHTUOUOTMKU, OObIYHO
CMeCb NeHNLWIIIVIHA Y CTPENTOMULIMIHA, KOTOPbIE «yOnBakoT»
rNaBHyI AblXaTenbHylo GYHKLNI0 MUTOXOHAPUIA. [o3TOMYy
He MOHATHO, YTO 3T aBTOPbI N3yYaloT. B-TpeTbnx, mHorMe
CBOWICTBA, Takne, Kak HacnefyemoCTb MATOXOHAPUANbHON
[HK no »eHcKom NMMHNK, eCTb He TONbKO Y YesloBeKa 1 K-
BOTHbIX, HO 1 Y pacTeHui. U, HaKoHeL, 3TO HY>KHO AJIA TOro,
4TO6bl MOHATH, KaK U MOYEMY MUTOXOHAPWM UrpatoT GyH-
[aMeHTaNlbHYyl0 pOfib BO BCeX MpoLeccax, NPonNCXoaaLLmx
B KNETKe, BKJIl0Yasa MeTabosv3M, CTapeHune Y CMepTb KNeTKU.
Beb MUTOXOHAPUN OOMEHUBAIOTCA C AAPOM FEHETUYECKIM
MaTepuranom, obpasya ncesaoreHs [8]; B unkne Tpukap6o-
HoBbIX KucnoT (LITK), unu unkne Kpebca, nponcxoaut nepe-
CeyeHne OCHOBHbIX META0ONNYECKMX My TEN: KaTabonn3m nim
aHabonn3m yrneBofoB, aHannepoTnyeckoe obpasoBaHue
AMUHOKUCAIOT Y INMNAOB; MUTOXOHAPUU NOCTOAHHO 06-
pa3ytoT AQK, uto NprBOANT K HapyLLEHUAM GYHKLMM Cammx
MuUTOXOHAPMUN, MyTaumnam MTOHK v HapyweHnam GyHKLnAM
KJ1eTOK, M MHULMMPYIOT NPOLecC CTapeHus.

MPOUCXOXAEHUE MUTOXOHAPUIA

?K13Hb BO3HMKNa Ha HaLLe MiaHeTe HeCKObKO M-
apAoB NeT Ha3af, XOTA eCTb YKa3aHWA 1 Ha TO, YTO OHa Morna
ObITb «3aHeCeHa» C MeTeEOpPUTaM 3a[J0NIF0 1O MOSBNEHUS aT-
Mocdepbl C LOCTAaTOYHO BbICOKVM COZIEPXKAHNEM KMCTIOPOAa.
B nonb3y 3Toro roBOpAT CpaBHUTENBHO HeflaBHME OTKPbITHS,
KOTOpble MoKasanu, YTo MHorvie GbepMeHTbl NPeacTaBAAoT
Co60i1 MoneKynApHbIe MaLUKHbI, CTPYKTYPa KOTOPbIX CIIOKHA
N HaCTONbKO COBEpLUEHHA, YTO HEBO3MOXHO YAaNUTb HU
O[HOrO 3nemeHTa 6e3 notepu GyHKUMK. NoABMAOCH NOHA-
THe «HecoKpaTMmas cnoxHocTby (irreducible complexity)
[9, 10]. CywecTBOBaHME TakKMX MALLNH UCKOYAET, TONIbKO
B [JaHHOM CJjlyyae, 3BOJIIOLMIO OT MPOCTOro K C/I0KHOMY.
Kpome Toro, 371 malwvHbl MOryT paboTaTb, TONbKOo Gyayun
BCTPOeHHbIMY B dochonunnuiHble membpaHbl. Okaszanoch,
uTo MHorve dpochonunuabl MembpaH, Hanpumep, Kapawo-
nunviH, dochatnanncepriH, oYeHb ApeBHME. DTN MaLUMHDI,
a UX COTHU, N pochonunuabl CyLecTBOBaNu yxe y cambix
nepBbIX OPraHV3MOB Ha eiBa OCTbIBLLEN MIAHETE, KOTOPbIMU
ObINN XeMOTPOdbl N HECKOJIbKO MO3[Hee NpoTobaKkTepum.
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Puc. 1. BpemeHHas LuKana 3BOMIOLMM XKN3HW Ha 3emne.
Fig. 1. Timeline of evolution of life on the Earth.

Bonee TOro, MHOre MONeKynsApHblE MaLUVHbI, HANPUMEP,
ATO-crHTa3a, NpakTnyeckn 6e3 n3MeHeHW Co BpemeHu
CaMbIX NepPBbIX OPraHNU3MOB, CYLLECTBYIOT B Halle Bpemsi
abCoNOTHO BO BCEX adPOOHbBIX OpraHM3mMax 1 PacTeHUAX,
a dochonunuabl — abCoNOTHO BO BCEX OPraHK3MaXx, BKIIO-
Yyas aHaspobHble GaKTepumn N APOXXKNU. Bnpouem, xoTa
W CyLlecTBYeT JOCTOBEPHAA HayyYHasa nutepatypa, B Poccun
1 3a py6exom oduumanbHaa Hayka 06 3BOMOLMUN XKNU3HA
Ha nnaHeTe cTapaTenbHO 06XOAMUT 3Ty TeMy.

MpumepHo 3,7-3,8 Munnnapga net Hasag, korga 3emna
HEeMHOrO OCTbifla, Hebo NPOACHUIOCH OT AblMa BYKAHOB,
a BOJla CKOH[EHCMPOBanacb B MejIkMe OKeaHbl 1 Mops,
B TEN/IOM BOAE OKeaHOB MOABUANCH GOTOCUHTE3MpYoLme
opraHn3mbl. KucnopopHbii ¢oTocrHTE3 BO3HWK Y LiMaHo-
6aKTepuii OKOJIO TPEX MUNNMAPAOB NeT Ha3ag. KosoHuu
HUTYaTbIX CYHE-3eNEéHbIX Bogopocneln popmmpoBanv 605b-
LuMe, MOX0XMe Ha Kopasibl, 06pa3oBaHNA — CTPOMATONMNTDI.
KcTaTn, noxoxure npoueccbl NPOUCXOAAT U B Halle BpeMms.
B momckoBMKax Ha CNOBO «CTPOMATONINT» MOXKHO HaNTH
MHOFO MHTEPECHOTO.

CopepaHue O, B aTMocdhepe pociio oYeHb MeaseH-
HO, MOCKOJIbKY MepBble COTHU MUIMOHOB neT 66sbluad
YacTb ero pacxofoBanacb Ha OKMCIIeHMe Xefle3a U Jpyrux
MeTasyIoB, HAXOAMBLUUXCA Ha MOBEPXHOCTY CyLIN 1 B BOAE
oKeaHoB. KU3Hb CyLLeCcTBOBasa TONbKO B BOAE M3-3a TOrO,
UTO Ha CyLle BCE KMBoe Nnornbano ot }KECTKOro ynstpaduo-
NeToBOro usnyyeHnsa conHua. Co BpemeHeM, B BOfe OKEaHOB
NOABUNINCb OPraHNYeCcKne CoeMHeHNs, 6akTepun n ogHo-
K/NIeTOYHble BOAOPOCN 1 MPOTOKNETKM, KOTOpbIe CTaNu Ha-
Yanom NMLLEBON LIeNOYKM s 60siee CIIOKHbIX OPraH/3MOB.
Cpenun 3ToM «KUBHOCTW» MOABUINCDH O-NPOTo6aKTepuu,
KOTOpble NonyyYanu SHePruo NyTéM OKNCIEHUA OPraHUKM
C MOMOLLbIO KUCNIOPOAA, U NPOTOKNETKM, KOTOPblE UMenu,
BO3MOKHO €elLé He chopmMmpoBaBLIeecs NOMHOCTbIO, AAPO.
HekoTopble aBTOpbI NonaratT, YTO NPOTOKapPMOTbl NOJy-
Yanu 3Hepruio 3a CYET rmKonmsa. Ho oTkya noasnAanach
rnoko3a? OueBMAHO, YTO NMPOTOKAPUOTbHI UCMOJIb30BaNN
opraHuyeckre MoneKysbl, BOAOPOCIN 1 NpoTobakTepun
B KauecTBe nuwn. OHM 6bIIV XULWHMKAMW U/WN CKaBEH-
IXKepamu, U SHepruo nosyyanu, No-BUAUMOMY, 3a CYET
nepeBapuBaHMA NOMMOLWEHHbBIX SHAOLMUTO30M HGaKTepuii
N KNETOK, >KUBbIX 1 MEPTBbIX. [prMepHO 2-3 Munnnappaa net
Ha3a HeKOTOpbIE 113 MPOTOKIIETOK HEe CMOTIN BbICTPO «rnepe-
BapuWTb» O-NPOTOBGAKTEPUIO, N OHW HaYanun WKUTb» BMeCTe,
TO eCTb MPON30LLEN CUMOMO3. TaK BO3HMKAM dyKapuoTbl [11].
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STa Teopus cepranbHOro SHAOCUMOMO3a [ONTOe Bpems
ocCTaBasacb Havbonee NONyNAPHON rMNOTE301 BO3SHMKHOBE-
HUA MUTOXOHAPWI. OHa 6blfia OCHOBaHA Ha NMPEeANONOXEHUN,
yTo anbda-NpoTobaKkTEPMANbHBIN CUMOVOHT ObIN1 3aXBayeH
NPoTO3yKaproTom c Afpom. OfHaKo aHHble CeKBEHMPOBa-
HUA, NONyYeHHble B KOHLIE MPOLLIOro BeKa, MPeAnonoXum
HECKOMbKO PYroW CLeHapuii BO3SHUKHOBEHUA MUTOXOH-
apuin. B.F.Lang et al. (1999) nccnegosanu reHoMbl IPOTHCTOB,
TO €CTb COBPEMEHHbIX 3YKapKWOT, KOTOPbIe He BXOAAT B COCTaB
XKMBOTHbIX, FPMOOB 1 PaCTEHUN, Y1 KOTOPbIX OTHOCAT K Hau-
6onee 6n13KMM NOTOMKaM 0bLLero npefkKa (Tak HasblBaemasi
napaduneTryeckas rpynna ofHOKIETOYHbIX OPraHM3MOB).
ABTOPbI NPULLAN K BbIBOAY, UTO Y PA3/INYHBIX IMHWIA NPOTU-
CTOB HabnofaeTcs ypesBblyaliHO 60sblLOe pa3Hoobpasve
MUWUTOXOHAPWANbHOIO FEHOMa CO 3HAUUTeNIbHO 6OMbLUUM
YNCIIOM FEHOB, YEM Y COBPEMEHHbIX dyKapunoT. OgHoBpe-
MEHHO 3TV AaHHble YKa3blBaloT Ha TO, YTO MUTOXOHAPUN,
Hac/leAHWKN 3HAOCMMOMO3a a-NnpoTobakTepun, B Xoae
3BOMOLNN BO3HVKIN TOJIbKO €AVHOXAbI.

Ckopee Bcero, BO3HNMKHOBEHVE MUTOXOHAPUI COBMNano
Nno BpeMeHY C Hayanom o6pa3oBaHus sapa U CNocobCcTBO-
BaJI0O BOSHUKHOBEHUIO Y 3YKAaPUOTHOW KNETKM-X03AKHa
ALEPHOro U MUTOXOHAPUanbHoro reHomos [12, 13, 14].
TN JaHHble NPOINBAIOT CBET HA BO3MOXHble MeXaHM3Mbl
TOro, KaknM 06pa3om 3a COTHM MUIIMIOHOB JIeT CMOUO3a
a-npotobaKkTepua nog BAMaHMEM OTOOpa «nepepanar
B XPOMOCOMbI KNeTKN-x03AarHa npumepHo 1000-1500 reHOB,
OCTaBUB cebe 0Koso 37 reHoB, 1 CTana MuToxoHgpuer [3, 15].
CrM6103 NPOTOKNETKM 1 a-nNpoTobakTepun okasanca Ha-
MHOr0 3¢ PEKTUBHEE B MOYUYEHNM SHEPTUN U BOSMOXKHOCTSX
MeTaboNM3Ma, YeM Y APYrvX NPOTOKIETOK. DTO NO3BOUIIO
3yKapuoTaMm He TONbKO BbIXMBaTb, HO U CTUMYNMPOBANo
3BOJIIOUMIO MHOTOK/IETOUHBIX OPraHW3MOB, KOTOpas npo-
NCXOAMNA UCKITIOUUTENIbHO B BOAHOW cpefie 1 6blna CpaBHY-
TeNbHO MefJIeHHON. [NaBHasA NpruynHa Gbi1a B HegocTaTKe
NULLK, YTO BbINO CBA3AHO, CKOPEe BCETO, C HN3KUM COfe P Ka-
HUeM K1cnopoga B atmocdepe, XoTA B BOAE KOHLIeHTpaLua
KNCNopoAa HeCKONbKO Bbllle. B3pbiB 3BonoLMM Havancs,
KOrfa nosiBMIach pacTUTesibHas KeTka — MpYMEPHO Yyepes
1-1,5 munnunappa net oT MOMeHTa NOABNEHUA dYKapnoT
C MUTOXOHAPUAMN. [eHeTNYeCKIME NCCNef0BaHUA NPOTUCTOB
nokKasasnu, Yto 3To, BTOPOE, 3MoxasibHoe COObIT/E B 3BOJIO-
LU >KU3HU, BUGMMO TaKKe NMPOM30LLIO TOJIbKO OAUH pas.

B xope v3yyeHnA reHeTUKM XMBYLUMX B Halle BpemsA
rnaykoéutos (glaucophyte) — ogHoi 13 13 rpynn mMukpo-
CKOMUYECKUX NMPECHOBOAHBIX 3eJIEHbIX BOAOPOCIEN, Ha3bl-
BaeMbIX KMBble NCKOMaeMble», MeXAYHapOAHON rpynnon
YUYEHbIX NOJ PYKOBOACTBOM MOJIEKYNApHOrO 6rosiora Dana
Price 6bina n3yueHa 3BONMOLMOHHAA NCTOPUA pacTeHnid [16].

Mmaykodut Cyanophora paradoxa fo Hawmx gHen co-
XPaHW BepCrIo M3HavanbHoW LmaHobakTepum. CornacHo
aHanusy, reHom C. paradoxa coctont U3z 70 MUIIMOHOB
nap OCHOBaHWI, K, NO-BUANMOMY, «3aXBaT» MPOU3OLLEN
TONIbKO OfHaXAbl, MOCKOJIbKY BCE COBPEMEHHbIE pacTEHUS
cofiepKaTt reHbl, KOTOpble AenatoT BO3MOXHbBIM CluAHMEe
doTocnHTe3aTopa 1 6onee KPYNHOW KNETKU-XO3AMHa.
TOT Cot03 NOTPebOoBan KooMnepaLun He TOJIbKO «XO3ANHA»
1 NpeXHero cBoboaHOro poTocnHTE3aTOPA, HO OYEBMAHO
Tak»Ke 6aKTepranbHOro NapasuTa, TMna Xnamuanm, >KUBLLETro
B KJIETKe-X035IMHE, 1 BCE TPU YUYACTHMKA MPEAOCTABUN FeHbI,
KOTOpble obecrneyunny nepeaayy nuLLEBbIX MONIEKYN OT AO-
MeCTULMPOBaHHON LnaHobaKTepuK, CTaBLen nnacTugamm
1 XJioponnacTamu, B KneTky-xo3sauHa [16]. Xota xnoponna-

CTbl TaKXK€ OTHOCAT K N1acTuAaM PacTeHNIA, HO UX BbILENAIOT,
MOCKOJIbKY TOJIbKO OHM CMOCOOHBI K OTOCUHTE3Y.

370 cobbITE NpoM3oLWo NpYMepHO 800 MUINIMOHOB
neT Hasap, Korga cBoboHO XMByLWanA LnaHobakTepus,
KOTOpadA ymena ycBamBaTb SHEPruio CONHEYHbIX Nyyen,
nonasna B KAeTKy C MUTOXOHAPUAMU U CTana, nofgobHo
NPOTOMUTOXOHAPUAM, SHAOCUMOKOHTOM [17, 18]. B pe-
3ynbTaTe YnaHobaKkTepuu B KneTkax TpaHchopmrpoBannch
B XJ/IOPOMNACTbI 1 Apyrue nnactuabl, coxpaHus csoto OHK,
1, NOAOOGHO MUTOXOHAPUAM, UMEIOT ABOHYI0 MeMOPaHYy.
MpriMeyaTesnibHO, YTO «B3PbIB» 3BOOLMM HAYasNICA TOSTbKO
noce NosiBAEHNA 3yKapunoT, CoAepKaLllnx 1 XJI0POMnIacTbl,
1N MUTOXOHZPWM, TO €CTb C NMOABNIEHNEM PACTUTENIBHON KIEeT-
K1, CMOCOOHON 3a CYET SHEpPrMn ConHua NpoayLmnpoBaThb
MHOTO C/TOXHbIX MOEKYJ1, KOTopble B OyKBasIbHOM CMblC/le
NOCAYXKUNN «MULLEN» ANA «B3PbIBa» 3BOOLUN HA M1aHeTe.
MuTOXOHAPWY MO3BONAUAN PACTUTENIbHOW KJeTKe pe3Ko
MOBbICUTb SHEpPreTnUecKyo ctonMocTb ATD, MOCKOJIbKY OHa
oTbupana u3 yutonnasmbl AJ® 1 «HakaumBana» ATO B un-
TOMasMy, MCMOMb3yA SHePrmi MeMObpaHHOro noTeHumana
W, TEM CaMbIM, MOAAEPKMBATb CUHTETUYECKME NPOLECCHI
Jaxe B TEMHOE BpeMs CYTOK, a TakXKe Npoun3BOANTb TEMNIO
B YCJIOBUAX XONOAa.

BriosiHe 3aKOHOMepPEH BOMPOC, MOYEMY e «B3PbIB» IBO-
NOLUN He MPOU30LLEN paHbLie? MOoXXHO NPEAMNONoXNTb, YTO
B YCNOBUAX HEJOCTaTKa ML 3YKapnOoTbl C MUTOXOHZPUAMMN
CIIMLLKOM BbICTPO «MepeBaprBani» 3aXBaYeHHbIe LiaHOOaK-
Tepun. M Tak ciyunnocs, 4to «6onbHaA» KNeTka, 3apax)EHHas
napasuTom, ia eLLé B yCIIOBUAX MOHKEHHOW TeMnepaTypbl,
He cMorfa BbICTPO «nepeBapuTb» 3aXBayeHHYIo LnaHobaKTe-
puito. MNprmepHo 800 MUNNMOHOB NIET Ha3ag NnaHeTa 3emna
[0Nroe Bpems Haxogmunacb NOHOCTbIO Mo BNACTbio JibAa.
MpaKTnyeckn BCs MOBEPXHOCTb MaHeTbl Oblsla MOKpPbITa
CHErom 1 NibfOM B TeyeHre NpumepHo 10 MUAIMOHOB NeT.
Mo-Buarmomy, BCE »Kunoe normbso, u ToNbKOo Ha 3KBaTope
XIM3Hb COXPaHAIACh B KNAKOWN BOAE UMM MOA CPaBHUTESIbHO
TOHKMM CJI0eM Nibia, KyZia MPOHUKanu yyn conHua. imen-
HO B 3TO BpeMs, No-BUAVMOMY, I MPOW3OLLIO NOABMEHNE
K/eTKM, KOTopas cofieprkasia MUTOXOHZPWIO U XTOPOMNacT.
TonbKo Takas KneTka MOoria BbIXXWUTb B 3TVIX YCJIOBMAX MOTOMY,
YTO MOrNa ynaBAMBaTb KBaHTbl CBETA U C MOMOLLbIO MUTO-
XOHAPWI 3PEKTUBHO MCMONb30BaTb SHEPTUI0 OKUCTIEHUS
06pa3oBaHHbIX POTOCUHTE3OM YrTIEBOAOB A/ MOCTPOEHNA
6onee CNoXHbIX MONEKYN 1 MPOU3BOACTBA Tensa, Heobxoau-
MOFO AJ1A BbXKMBaHWA. B KOHLe KOHLOB, B pe3ynbTaTe By/l-
KaHNYECKOWN aKTMBHOCTM, CONMPOBOXAABLUENCA BbIGpOCOM
OFPOMHOIO KOMIMYeCTBa YrNeKNCNOTbl U MaPHUKOBOIO Mo-
BblLLEHWSA TeMNepaTypbl aTMOchepbl 0 +50 °C, NbAbl U CHer
ouYeHb ObICTpO pacTasnu. feonorn Hawnu ybepnTenbHble
[0Ka3aTenbCTBa rnobasibHOCTU 1 ObICTPOTbI 3TOro Nepexoaa.

Yepe3 MUAIMOHDBI NTeT Noc/e ApamaTuyeckux ans
nnaHeTbl CO6bITUI — FNO06aNbHOro ONefeHeHNa 1 TaaHUA
NefHVKOB — NPMMepHO 650 MUINNOHOB NeT Ha3af Ha 3emne
Hauancs «B3PbiB» 3BONIOUUY KU3HW. [pakTUYeCcKn noutu
3aHOBO. MOXHO MPefnoNioXKUTb, YTO, UMEA MUTOXOHZPUN
1 XNI0POMJIACTbl, APEBHME NPOTOPACTEHNA OKa3a/IMCb HAMHO-
ro a¢pdpeKTBHEE B SHEPreTUUeCKOM acrneKTe, MOCKOSbKY MOr-
NN BbIXKMBATb MPY HU3KUX TEMNEepaTypax N CUHTE3NPOBAaTb
6onee cNoXxHble COeANHEHNA, TaKNE Kak »KUPbI 1 KNeTyaTKy.
TaKkre KNneTKn-pacTeHuns 6bI1M BECbMA YCNELHbIMUN B BbIXKN-
BaHWM 1 CTa PacnpOCTPAHATLCA U SBOMIOLMOHUPOBATb
B pasHble BUbl pacTUTENbHOrO MUpa. B pesynbraTe, B OKpy-
Xartolel cpefie CTano HakananBaTbCA 6OJblUe KNCI0POAa,
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B aTMochepe NoABMIICA 030H, KOTOPbIN CTas 3almiyaTb nia-
HeTy OT XECTKOro ynbTpadroneToBoro 06yyeHna v *K13Hb,
CHayvana B BAe PacTeHW, BbINIECHYNachb Ha CyLuy.

[MaBHbIM YC/IOBMEM [J1A Hayana 3BOSIOLUN XKUBOTHOFO
MUpa CTasio Haslmyre 6ONbLLIOro KoNMYecTBa Pa3HoobpasHo-
ro OpraHMYecKkoro MaTepmasna, Npon3BOLMMOrO pacTeHVAMY,
YTO CTasI0 HAYaNIOM NULLEBON LIEMOYKN A1 KNETOK-yKapuoT
C MUTOXOHAPWAMU, KOTOPbIE 3BOJIOLMOHPOBANN B pa3Hble
BUAbI XNBOTHOTO MUpa. OUeHb BaXXHO MOMHUTb, YTO XW-
BOTHbI MUP U PaCTUTENbHbBIN MUP Hepasaenumbl. ToNbKo
npw coxpaHeHUn pazHoobpa3na pacTeHMI MOXKET Nogaep-
XKMBaTbCA pa3HOObpasme XKUBOTHOFO MUpPa. MUTOXOHAPWM
ABNATCA GyHAAMEHTaNbHBIMIU OpraHennamy anda cyuie-
CTBOBaHMs HE TOMbKO XMBOTHOMO M1PA, HO 1 PacTUTENIbHOFO
MUpPa, FPVOOB 1 MPOTMCTOB, KOTOPbIE CYLLECTBYIOT U3ApeB/e
camu no ce6e. MocnenHne nccnefoBaHMA NOKA3bIBaOT, UTO
pacTuTesibHble MUTOXOHA P BO MHOTUX OTHOLWLEHUAX BEeAYT
ce6s NogoOHO MUTOXOHAPUAM XUBOTHBIX [19, 20]. 3T0 No-
HATHO, BEAb MUTOXOHAPUMN NMPOU3OLLI HAMHOTO paHblue
caMmx pacTeHun.

CTPOEHUE MUTOXOHAPUANIbHOW AHK
YEJIOBEKA

DOYHKLMN MATOXOHAPUIA 3aBUCAT OT COFAaCOBaHHOIMO
B3anmogencTama npumepHo 1000 reHOB, 13 KOTOPbIX NOAA-
BrstoLLiee 6ONbLIMHCTBO NPeACTABNEHbI B A€ PHOM reHOME,
B TO Bpems Kak MTAHK X1BOTHbIX KOANPYET 06bIUHO TOSNbKO
37 reHos [15, 21]. MNpaKTnyeckn Bce MUTOXOHAPUATbHbIE
6enKkn CUHTE3NPYIOTCA Ha LMTOMIa3MeHHbIX pubocomax
1 [OMMHbI MIMMOPTUPOBaTbCA N BCTPaMBaTbCA BO BHYTPEH-
HIOIO 1 BHELUHIOK MeMOpaHbl MUTOXOHAPWIA. Takoe pasfene-
HMEe 3KCNPeCcn MUTOXOHAPVANbHbIX 6eNIKOB MeXAY ABYMSA
TUNaMy reHoMoB TpeObyeT CyLecTBOBaHNA CUTHANbHbIX
MeXaHN3MOB OT fjpa K MUTOXOHAPUAM (aHTeporpagHas
CUrHanu3auma) 1 oT MUTOXOHAPUN K AApy (peTporpagHas
CUrHanM3auusa) gna nogepkaHma GyHKLUMIN MUTOXOHIPUIA
B COOTBETCTBUM C NOTPEOHOCTAMY KNETKM 1 AJIA agantauum
K MEeHALWUMCA YCNoBuAM cpefpbl [22, 23].

B uenom nonunenTtuabl AbiXaTeNbHbIX KOMMIEKCOB
n ATO-cnHTa3bl Kogupytotca 85 reHamu [1]. OgHako cropa
He BKJTI0UeHbI FeHbl TaK1X 6EMKOB, Kak MePEHOCUNKM afleHUH-
HYKNIeOTMAOB, HeopraHuyeckoro docdata u apyrnx 6enKkos,
6e3 KOTOpbIX HEBO3MOXHO OKMcuTenbHoe pochopunmnpo-
BaHuve. M3 npumepHo 37 reHoB mTHK (ecTb HebonbLive
MeXBWAOBbIE pa3nnuus), 13 reHoB KOAUPYT CyObeanHMLbI
6eNKoB, y4acCTBYIOLLMX HENMOCPEACTBEHHO B OKUCIINTESIbHOM
dochopunuposarum (OD). 7 n3 13 kognpyembix MTAHK no-
NIMNenTUAOB ABMAIOTCA YacCTblo KoMMnekca |, coctosAwero
13 45 nonunentugos (ND1, -2, -3, -4L, -4, -5,-6), 1 n3 11 no-
nunentugos komnnekca lll (cytochrome b), 3 n3 13 nonu-
nentngos komnnekca IV (COI, -l, -lll), n 2 n3 15 nonunen-
TngoB ATO-cuHTasbl, nnn Komnnekca V (ATP6 n ATP8). Bce
ocTasibHble Gefiky, CBsi3aHHble C GYHKUMEN MUTOXOHAPUIA,
KoAMPYIOTCA AfEPHbIM FEHOMOM 1 BKJTIOYAIOT, B TOM YKCre,
mutoxoHapuanbHyto JHK nonumepasy (POLG), PHK nonu-
Mepasy, pubocomanbHble 6enKku, CyKUMHaTAernaporeHasy
(komnnekc Il) n ppyrue metabonunyeckre GbepmeHTbl 1 TPaHC-
NopTHble 6efKn MembpaH MUTOXoHAPUIA [5].

Bo3HukaeT Bonpoc: ecnv nepeHoc npumepHo 1500 re-
HOB OT O-NPOTOOAKTEPUN B ALPO OKa3anca BbIFOAHbIM ANlA
3BONIOUMNY, TO 3a4eM HYXXHO OblNo OCTaBNATb NOCNeaHne
13 reHoB, KOAVPYOLWMX NOAUNENTUAbI 6E/TKOB, OCYLLECTBNSA-
IoWMX oKNCmTeNnbHoe pocoprnmpoBaHme? Kak oTmeyaet

D.C.Wallace (2008), nepeHoc nocnegHux 13 MUToXoHApPUasb-
HbIX FeHOB NO3BOJNSI Obl KNETKe NOSIHOE yCTPaHeHve BCen n3-
6bITOYHON MUTOXOHAPVASIBHOWN reHeTUYECKO MHpOopMaLmn.
Tem He MeHee, y KaxkAoro aapobHOro opraHu3ma Ha niaHeTe
cogepxuntca MTOHK. QakTnueckmn y Bcex *KMBOTHbIX COXpa-
HAIOTCA OfHM U Te Xe reHbl. CieloBaTeNbHO, COXpaHeHe
3TnX reHoB B MTAHK [0MKHO ObITb OUEHb BakKHbIM ANs
»KMN3HM OpraHM3MoB 1 3Bontounn [4, 5]. Ho Takaa «npoctaa»
KapTrHa B3aumooTHoweHnn mexxgy MTAHK n aHK npocy-
LecTBOBasNa CpaBHUTENIbHO Hegonro. B cnepyiowen nekumnn
Mbl paccMOTPUM GpeHoMeH, OOHapYKeHHbI CPaBHUTENbHO
He[aBHO, Korga 4acTb, a MHOrAa M NoJiHbIN reHom MTAHK
TpaHCnopTupyeTca B AAPO, 06pasya COTHU MUTOXOHAPU-
aNbHbIX NCEeBAOreHOB B NMOCNE€[0BaTENbHOCTU ALEPHOrO
reHoma uenoBeka [24].

CTPYKTYPA U OPTAHU3SALUNA mTAHK
MNEKONUTAKOLWNUX

Y Bcex mnekonuTatowmnx MTAHK npepctasnaet coboim
crnvpaneByHy MONeKyny U3 AByX Lenewn, cogepxallyto
npumepHo 16,6 Tbic. nap ocHoBaHui. [se uenn mTOHK
He MAEHTUYHbI, OfHA Lienb Obila Ha3BaHa «TsXKénom» (H),
apyras — «nérkom» (L), ncxoaa 13 COOTHOLLEHUA Pa3fNnNYHbIX
HYKJIeOTUAOB B KaXAonm uenn. Taxénaa uenb coaepXut
2 pubocomanbHbix PHK 1 Bce reHbl, Kogupytowune 6enku,
ucknioyas ND6 (puc. 2). EcTb Tak>ke HekoaupytoLlas o65acTb
pa3Mepom npumepHo 1 K6 (T. H. KOHTPOJMbHbINA PETVOH),
copepKallan perynATopHble 3neMeHTbl ANA NHULMaLmnmn
N OKOHYaHWA TPaHCKpUNUUKU Ha obeunx Lensax mTAHK [25].
Metna cmewenns, unu -netna (D-Loop, displacement loop),
HaxoAWTCA BHYTPU HEKOAMPYIOLLE 0BNacT N COQePXKUT
OriH (heavy strand origin of replication), roe HaunHaetcs
pennukauyma mTAHK. CywectByeT 1 BTOpoe MecTo Hayana
pennukauuu ana nérkon HuTK (Oril), HO y»ke BHe HeKkoau-
pytoLeit obnactu [25, 26] (puc. 2).

YpoBeHb opraHm3aumm 1 ocobeHHo ynakosku MTAHK
HaMHOro MeHbLue, yem y agepHon JHK. Monekynbl MmTAHK
JIOKaNnn30BaHbl HA BHYTPEHHEeN (MaTPUKCHOW) CTOPOHe
BHYTPEHHE MeMOPaHbl MUTOXOHAPUIA 1 YNaKoBaHbl B HYy-
Kneowvabl, npefcTaBndawLe cobon guHaMUYHble CTPYK-
Typbl, 06pa3oBaHHble camoint MTOHK 1 6enkamu, KoTopble
YYacTBYIOT B pernnvkauum u TpaHckpunumm [25]. B coctas
HykneoungoB BxogAat HK-nonumepasa-y (AHK-nonumepasa,
pennuuupytowas mtAHK), mtSSB (6enok, cBsi3biBaoLWunii
opHouenoueyHyto [1HK), xennkasa Twinkle, Phb (nporn6u-
TUH)  TFAM (M1TOXOHAPWAnbHbI GakTop TpaHCKpunuum A)
[27]. Npu pennukaunn MTOHK cHauana cuHTe3npyeTtca ofHa
13 Lenen, a BTopasa 4OCTPAUBAETCA K HElM C 3ano3gaHnem
(Lagging strand — 3ana3gbiBatowan Lenb). B npouecce pe-
nnvkaumm JHK pacnneTtaeTca, uenu pa3beauHAITCA, U CUH-
Te3npyeTca ofHa Lenb, a BTopas BbiTecHAeTcs (displaced).
O6pa3syeTca TpéxuenoyeyHan CTPYKTYpa, UMEHHO eé 1 Ha-
3biBatoT D-netnén — Displacement loop.

Cpepun MTOHK-koampyembix 6€nKoB, AfiA KOTOPbIX QYHK-
umn n3eecTHbl (cytochrome b, COI, COII, COIll, ATP6, n ATP8),
6ernKu ABNATCA U NEPEHOCUMKAMU SNIEKTPOHOB, UV MPO-
TOHOB. Kpome Toro, Bce 3T 6eNkv B3aMOLENCTBYOT MeXay
o601 AnA co3naHnA UK NCNOSIb30BaHUA SNEKTPOXUMUYe-
CKOrO rpaueHTa, CO31aBaeMOro Ha BHYTPEHHeN MeMbpaHe
MUTOXOHApWIA [5]. To ecTb nonnnenTuabl reHoB MTAHK koan-
pYIOT eirHYt0 GYHKLMOHANbHYIO CCTEMY, KOTOPasA ABNAETCA
BarKHenLen 4nA MUTOXOHAPUI 1 KneTK. 10 3Ton npuynHe,
MyTaumm B ntobom reHe MTAHK, Kogupytolwem nonunentug
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Puc. 2. CrpoeHue mutoxoHapuanbHoi HK yenoseka. MUTOXOHAPManbHbIN FreHOM YenioBeKa CocTouT 13 16,569 n.H., kogupytowmx 13 6enko-
BbIX Cy6beanHunL, 2 pubocomanbHbix PHK 1 22 TpaHcnopTHbix PHK. OTaenbHble 6yKBbl yKa3biBatoT MONoXKeHUe cooTBeTcTBYoWwmx PHK.
Bce Koavpyemble 6efKkn BCTPOEHbl BO BHYTPEHHIOI0 MeMOpaHy MUTOXOHAPWI U BKIIOUYEHbI B CTPYKTYPbI bIXaTeNbHbIX KOMMIEKCOB |,
Ill, IV n ATO-cuHTa3sbl (komnnekc V). PucyHok 3anmcTBoBaH 13 [25].

Fig. 2. Human mitochondrial DNA structure. The human mitochondrial genome consists of 16,569 bp encoding 13 respiratory complex subunits, 2 ribo-

somal RNAs and 22 transfer RNAs. Single letters indicate the positions of the corresponding tRNA genes. The encoded proteins are all localized
in the inner mitochondrial membrane and are some of the core subunits of respiratory complexes |, ll, IV and V. The figure is borrowed from [25].

cuctembl OD, MoryT MeTb GU3NONOTMUYECKUe NOCeACTBUA
[NA BCeX Apyrux nonunenTuaoB B AaHHon MTHK n caBuratb
SHepreTnyecknii 6anaHc Bo Bcel MeTabonnyeckom cnucteme
KNeTKN. OTO HOBOE MeTaboNnyeckoe COCTOsIHUE KIeTKU
1 opraHm3mMa 6yaeT NpoxoanTb UCMbITaHUE Ha BblXKMBaHMe
B YC/IOBUAX OKpY»atoLen cpefbl. [1og BAMAHMEM eCTeCTBEH-
Horo ot6opa HakonneHve myTtaunii MTAHK 6yaet nprBoguts
K AnBepreHumm nocnegosatenbHocter MTAHK v noasneHmto
HOBbIX METAOONNYECKNX CTPATETMI A5 BbIXKMBAHWUA B MEHA-
IOLLMXCA YCIOBUAX BHELLHeN cpeabl [5].

Bcnepncteme GyHKLMOHaNbHON KO3BOMIOLUMN FEHOB
nHamsugyanbHon MTAHK, Bce reHeTnyeckme pasnuuma (no-
numopdurambl) ana 6enkos aaHHol MTOHK fonxHbl 6biTb
COBMECTUMbI, TO €CTb OHU JOJIXKHbI CTPYKTYPHO 1 GYHKLM-
OHasNIbHO CoBMafaTb mexay coboi. MNostomy Gecnopagou-
Hoe cMelleHre GeNKoBbIX MONMMOPOMU3MOB MeXaYy ABYMA
pasHbiMK pogocnoBHbiMY MTAHK Morno 6bl NpvBecTy K He-
COBMECTUMbIM KOMOMHALMAM FreHEeTUUYECKUX DJIEMEHTOB
N K MeTabonimuyeckmm npobnemam. ITO KaKeTcss 0COOEHHO
BaXXHbIM Ha GOHe ObICTPO PaCTyLLMX CBEAEHNI O Pa3INYUAX
B SHEPreTMYeckoM 1 ApYyrux Braax metabonrsma He TOoNbKo
mMexay pasHbiMmu rannotunamu mTAHK, Ho n mexxgy nonamu,
KOTOpPble HAXOAAT OTPAXEHMA B Pa3HbIX CKOPOCTAX CTapeHns
1 peakuun Ha dusmnueckne Harpysku [28, 29, 30]. OueBngHo,
YTO B XOZI€ SBOJIOLNN NMOABUINCH MEXaHV3Mbl [i/151 TOrO, YTOObI
n3beratb NOJOBGHOrO ClyYaliHOro CMeLLIeHV HECOBMECTVIMbIX
bYHKLMOHaNbHbIX 3n1eMeHTOB. [eHaM pa3HbIX POAOCTOBHbIX
MTAHK 1 nona gomkHo 6biTb 3anpeLLeHo NoaBepraTbCs pe-
KOMOUHaLUuu [5]. 9To JocTuraeTcs 3a cUéT Toro, uto MTAHK
HacneayeTca TONbKo OT OfHOro poautens. Y yenoseka MtHK
HacneflyeTca No MaTePUHCKON IMHUW 1 NPOABAAET Nopas-
UTENbHYI0 3MEHUMBOCTb B Pa3HbIX pernoHax mnaHeTbl [3,31].

MuToxoHpgpunanbHaa HK KognpyeT reHbl, KotTopble
Heobxoaumbl AnA o6pa3oBaHuA 3Heprun. feHbl 6enKoB,
KOTOpPbIe YYacTBYIOT B MeTabonmyecKmx npoLeccax, Kogupy-
totca apgepHoi HK. D.C. Wallace (2005) npeanonoxumsn, uto
no3aHee NposBieHe CUMMNTOMOB MHOTMX HAaClIe ACTBEHHbIX
6onesHeln 1 NporpeccrpyioLiee pa3BuTme bonesHel, CBA3aH-
HbIX CO CTapEHMEM, MOXKHO 06 BACHNTb HAKOMIEHMEM COMa-
Tuyecknx mytaumi MTAHK B nocT-MmuToTNYECKNX TKaHAX [3].
Ho 3Ta TouKa 3peHuna He OTpakaeT MONHOCTbIO Te NPOLeCChl,
KOTOpPble MPONCXOAAT B MUTOXOHAPUAX B XOA4E HOPMaNbHOro
OHTOreHesa 1 CTapeHMA OpraHM3Ma, BbI3BaHHOIO OKUCIN-
TeSIbHbIM CTPECCOM, 1 KOTOPbIE TaK»Ke MOTyT CTUMYNIMPOBaTb
nposBfeHne HacneCTBEHHbIX 1 BO3PaCTHbIX NaTONOMui
C BO3pacToOM.

Tot dakT, uto D.C. Wallace genan ynop Ha HakonneHue
myTaumn MTOHK Kak rnaBHyo NpuUUnHy CTapeHua 1 nosB-
neHnAa 6onesHen cTapocTy, 06bACHsAETCs TeM, uto B 2005 T.
He CyLecTBOBaNO yoeanTeNbHbIX anlbTePHATUBHbIX rMNoTes
cTapeHua 1 npuurH mytaumin mtOHK. OTKpbITue nsonpo-
CTaHOBOrO NMYTW NEPEKNCHOro ayTOOKMCIeHUA NMN1ugoB
(NNON) [32, 33], B OCHOBHOM MOSIMHEHACHILLEHHBIX XUpP-
HbIX KUCJIOT, HAXOAALWMNXCA B COCTaBe MeMbpaHHbIX ¢oc-
donmnugos, n runotesa o Tom, uto UMMOJ akTnBMpyeTCA
NPOTOHMPOBaHHOW GOPMOI CYNepoKCUAHOIO pajankana —
nepruapoKCUIIbHbIM PagrKanioM — 3HaUMTENIbHO PaCLUNPUIN
NOHVMaHNe BO3MOXHbIX MEXaHN3MOB fiereHepaTBHbIX
naTosIornin 1 CobCTBEHHO MexaHu3Ma cTapeHusa [34, 35].

CornacHo D.C. Wallace [5], TKaHeBasi cneyn$pnyHOCTb
JereHepaTnBHbIX 60n1e3HelN MOXeT ObITb pe3ynbTaToM pas-
JINYHBIX SHEPreTUYeCcKUX Harpy3ok 1 akTUBHOCTU Pa3HbIX
dyHKUWMIT B opraHax. HabniopgaeTca Takxke BaprabenbHOCTb
Ha YPOBHE NHAVBWAOB 1 reorpadryeckoro pacnpegeneHns
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3a6011eBaeMoCTV iereHepaTUBHbIMY 3a60neBaHMAMM U pa-
koM. Mbl Npepnonaraem, 4To BO3pacTHble MaToaornM MoryT
ObITb TaKXKe CefCTBUEM HECOOTBETCTBUSA COBPEMEHHOIO
noTpebneHna Kanopwi, xapakTepa Ny (MACHasA unu yrne-
BOAHAs) U BO3HMKLLMMU B 4PEBHOCTN MUTOXOHAPUANIbHBIMU
reHeTMYecknMmn nonumopdusmamu [36]. MoxXHO roBopuTb,
yto BapuaHTbl MTOHK (nonvmopduram) nossonany Hawmnm
npeakam ajanTMpoBaTb CBOW dHepreTuyecknin obmeH
K OpeBHUM ycnoBuam obutaHua. CerogHa pesynbratbl
3TUX APEBHMX afanTauunii MPOAOJIKAIOT OKa3biBaTb Ha Hac
BAunAaHme [3].

XapakTep NUTaHUs 1 06pas *KM3HW UTPaLOT POJIb B BO3-
HUKHOBeHMM MmyTauuin MTOHK. Hanbonee yacto mytauyun
MTOHK 1 MmuToxoHapuanbHaa anchyHKUMA BCTpeyatoTcaA
B TEX OPraHax, KoTopble MEIT WMPOKMI Anana3oH GpyHK-
LIMOHANbHbIX Harpy3ok. K HUM 0THOCATCA B MepByto ouepenb
ceppaue, CKeneTHble MblLULbl 1 MO3T. K H/M crieflyeT OTHeCTu
TaKXe COCyAUCTbIN SHAOTENUNN, MOCKONbKY 06pa3oBaHue
Basogunatatopa ‘NO TpebyeT 60nbLIOro KONMyecTBa Kuc-
nopoga. VimeHHO 3Tv opraHbl cTapeloT HaMHoro BGbicTpee,
uem opraHbl ¢ 6onee-meHee NOCTOAHHON GM3MONOrMYeCcKon
Harpys3kow, Harnpumep, MOYKM 1 neveHb [35, 36]. Kpome Toro,
HelaBHO NOABMNCH YKa3aHWA Ha TO, YTO ANCHYHKLMNA MU-
TOXOHAPWI 1 OpraHoB B 60sbLLEN Mepe CBA3aHa He C MyTa-
unamu MTAHK, a c HenocpeacTBEHHbIM NMOBPEXAEHEeM pa3-
NNYHbIX 6enKoB 1 pochonunmuaos membpaH MUTOXOHAPUIA
B pe3y/bTaTe akTMBaLN M30MPOCTaHOBOIO ayTOOKMNCIEHNA
NOJSIMHEHACILWEHHbIX XUPHbIX KMcnoT (MHMXK). OcHoBHOM
NPWYNHON STUX NPOLLECCOB ABNAITCA pafMKabl KUCI0PO-
na. OgHaKo KOHKPETHble MeXaHU3Mbl MOTYT 6bITb Pa3HbIMU
B pa3HblX TKaHAX Jae ofHoro opraHa [35, 37]. Pa3Han
CKOPOCTb CTapeHMsA OPraHOB MOXeT Takxe ObITb CBA3aHa
C pa3HbiM HAbOPOM Cy6CTPaATOB U HANIMUMEM SHAOTEHHOTO
TOPMOXEHNA OKCaNloaLeTaToM CyKUUHaTAerngporeHasbl
(komnnekc 2), KOTOpbI NO-pa3HOMY paboTaeT B pasHbIX
opraHax 1y pasHbix nHAnBMAoB [38].

KPU3UC MUTOXOHAPUAJIbHOW
CBOBOAHOPAAVKAJIbHO TEOPUU CTAPEHUA

B uctopnn Haykn HEOAHOKPATHO MPOUCXOAMUIO «BHe-
3amnHoe» KpyLleHre «00LEeNPUHATBIX» Hay4YHbIX Teopuid. To
e camoe Cy4ymnocb HeflaBHO C MUTOXOHAPVANbHON Teopu-
e cTapeHus, NpeanoXXeHHoM XapmaHoMm elé B cepefiiHe
XX ctonetus [39, 40] 1 OKOHYATENbHO YTBEPAMBLUENCA K €ro
KoHUy [41]. Tak nonyymnocb, YTo fosiroe Bpems He Obino
N3BECTHO CNeunduyecknx mapkepoB CTapeHnsa opraH1u3ma
yenoBeka, Kpome myTauun MTHK, KoTopble HakanIMBanucb
napasnsenbHO C NPOLEeccoM cTapeHua. 1o 3Ton npuymnHe
CYMTaNOCh, YTO MIMEHHO NOCTENeHHOEe HaKoMNeHne My TaLmi
n geneunii MTOHK n AaBnaeTca npnumHon ctapeHna. OgHako
Ha caMoM fienie BCE nponcxoanT HaobopoT: myTauumn MTAHK
ABNAOTCA HE MPUYMHON, a CNeCTBYEM CTaPEHWA OpraHmn3ma.
3710 TeM bosiee BEPOATHO B BULY TOTO, UTO HYKeoupl, obpa-
30BaHHble MTHK, npukpenneHbl K BHyTpeHHel MembpaHe
CO CTOPOHbI MaTpuKca [42], rae Hanbornee BbICOKa KOHLIEH-
Tpauua NeprugpoKCUIbHOrO paguKkana, Bbi3biBalowWwero
cTapeHue [34, 37]. OTo 0OBACHAET CTPOrWIA NapanieNn3m
mexay npogykumein AOK n mytaunamu mtHK. HepasHo
A.P. Anderson et al. [43] noka3anu, UTo 3K30HyKJea3HbIN JO-
MeH nonumepasbl pol y, pennuuupytowein MtAHK, HamHoro
6onee UyBCTBUTENIEH K OKUCIUTENBHOMY MOBPEXAEHUIO,
yem nonumepasHbI foMeH. [T03ToMy B yCNOBUAX OKUCIN-
TENbHOrO CTpecca akTUBHOCTb 3K30HYKJ1I€a3HOro JoMeHa

CHUXKaeTCcA HaMHOro GbiCTpee, YeM NoNMMepPasHas aKTuB-
HOCTb. DK30HYK/Nea3Hasa akTMBHOCTb NonMmepasbl OTBeYaeT
3a Koppekuuio ownbok pennmkaumum. OkucneHHas pol y
HauMHaeT JenaTb OWnOKM pefakTUpPOBaHA, Y KONTMYECTBO
MyTaumm yBennumsaetca B 20 pa3 no CpaBHEHMIO C HOpMarib-
HbIM depmeHTOM [43, 44].

Bo BTopou gekage XXI B. 1O MHOTMIX YUYEHbIX HAKOHEL-TO
«[OLWN» B 0OLLEM-TO LABHO M3BECTHblE GaKTbl, YTO HM OAUH
U3 LWPOKO 06CYKAAEMbIX pafMKanoB KMCIOPOAa Uv a3oTa
He MoXeT Bbi3BaTb MyTauun MTAHK no Heckonbkum npu-
ymHaMm. Bo-nepBbix, B TakKux opraHax, Kak cepgue, noyku,
CKeJfleTHble MbILLbl U MO3T, MaTPUKC MUTOXOHAPUI npea-
CTaBnseT OO0 NMNIOTHbIN refib, YTO BECbMa CUJTIbHO OFpaHu-
ynBaeT andoy3unio pagrkanos 1 metabonutos. Bo-BTopbIX,
6OJIbLUVMHCTBO PaAUKanoB ABAAIOTCA IMAPOPUIbHBIMY, B TO
BPEM#, KaK KItoueBble NPOoLeCcChbl CTapeHNsA — ayTOOKMCNIEH e
MHXK 1 KapauonvnuHa Bo BHyTpeHHe MeMbpaHe MUTOXOH-
LpUIA — NPOUCXOZAT B rAPOPOOHOM OKpy»KeHun [12, 37, 45].

[Nonroe Bpema cuntanocb, 4to Kosnbuesaa MTAHK
HaxoAnTCA B MAaTPUKCE MUTOXOHAPWUI B «rOIOM» BUAE,
TO eCTb He 3aluilieHa U NOTOMY MoABep>KeHa BHELLIHVM
BO3JeNCTBUAM, NpeXae BCEro pagukanos Kucnopogda [1,
2, 3]. 310 cnymno obbAcHeHneM Toro $hakTa, UTo MyTaLmm
MTOHK npouncxogar B 20 pas valle, yem MmyTauum AagepHomn
[HK [46]. OgHako 6bino gokasaHo, YTo mMonekynbl MTAHK
3aK/toUeHbl B 6eNKOBYI0 060/10UKY, KOTopas NPensaTCTByeT
HernocpencTBeHHbIM KoHTakTam MTHK ¢ pagunkanamu, o6-
pa3ya Hykneoug [47]. 3To HoBasA 06nacTb NCCNefOBaHNN,
nosTomy Bce 6enku 1 GyHKLMM HYKNeoMAOB eLLé He 10 KOH-
La n3y4yeHbl. Tem He MeHee y)Ke YCTaHOBNIEHO, YTO MUTO-
XOHApWanbHble HyKJleonabl pacrnonaraTca C MaTPUKCHOM
CTOPOHbI BHYTPEHHeNn MemMbpaHbl MUTOXOHAPWIA, N OfUH
U3 KioYeBbIX O6eNIKOB HyK/leonaa, MPornbuTnH, BCTPOEH
BO BHYTPEHHIOI0 MEMOpPaHy B HEMOCPEACTBEHHOM 61130CTH
K nonmdepmMeHTHbIM KOMMIeKCaM nepeHoca 3/1eKTPOHOB
1 obpaszosaHua ATO [48], a Takke K MecTam obpa3oBaHuA
NnepruapoKCUIbHOIO pajrikana U 0CBOOOXAEHNA NPOAYKTOB
WMMOJ [34]. MockonbKy 3Ta HoBaA 061acTb MCCef0BaHUIA
MUTOXOHAPWIA BbICTPO pa3BUBaeTCA U TpebyeT rnyboKoro
06cyxaeHus, bonee nogpobHO CBONCTBA HyKieomaos 6yayT
pPaccMOTpeHbl B OTAENbHOM NeKL UK.

YT00bI MOHATH POJIb MUTOXOHAPUIA B afanTaLMmn YenoBe-
Ka K OKpy»aloLen cpefie, yCIoBMAM NUTaHWUA, B MpoLieccax
CTapeHNA N BO3HWKHOBEHWW NaTONOrMi1 YyenoBeka, Ham
HeobX0MMO PacCMOTPETb Pe3ysbTaTbl HEAABHMX NCCeOo-
BaHWI1, KOTOPbIE OTKPbISI HEM3BECTHbIE paHee B3aMOOTHO-
LeHNA MeXay reHOMamMyi MUTOXOHAPUIA 1 AAPa, NMPUYUHDBI
1 nocneacTeuna nepegayun MTAHK no matepmHCKON NUHWN.

3HAYEHME NEPEAAYU B XOAE 3BOJIIOLAN TEHOB
OT a-NMPOTOBAKTEPUU AAPY N HACJNIEAOBAHUA
mtAHK MO MATEPUHCKO IUHUN

[lns nyywero NOHVMaHUs TEPMUHOMOMUN, NCTOMNb3ye-
MO B iuTepaType Npu onmnucaHnn CNepcTBri MaTeEPUHCKOTO
HacnepoBaHua MTAHK, mbl nprBoaum Tabnuuy TepmMmUHOB,
3aMMCTBOBaHHY!10 13 0630pa [49]. ClioBapriK TEPMUHOB NpU-
BOAWTCA B Tabnuue 1.

Mocne TOro, Kak ocCywWwecTBUACA CUMOUO3 MPOTO3-
YKapuoT 1 a-npoTobaKTepum, reHbl, Heobxoaumble Ans
«HE3aBUCUMOW» XN3HW O-NPOTO6aKTepuu, Obinn G6bICTPO
AeneTnpoBaHbl, YTO MOXKHO YBUAETb, e cpaBHUTbL MTAHK
1 BHYTpuKeTouHyto [JHK coBpeMeHHOW napasnTnyeckoi
a-npotobakTepun Rickettsia prowazekii [50]. bonbwas
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Ta6bnuuya 1
Cnucok mepmMuHo8, ucnosib3yembix npu ob6cyx0eHuu mmHK [49]

Table 1

List of terms used when discussing mtDNA [49]

TepmuH

O6bsCHEHME

ShdeKTMBHbLIN pasmep
nonynsuum (Ne)

leHeTnyeckasn Harpyska

MpucnocobneHHocTs (Fitness)

leHeTuYeckoe cnaceHvie
(Genetic rescue)

[eTeponnasmus
[eTeporamus

Linkage disequilibrium

Xpanosuk Mionnepa
(Muller’s ratchet)
MyTaunoHHbIN rpy3
(Mutational meltdown)
Bbixu1BaemMocTb nonynsiLmm
(Population viability)
[NonoBow aHTaroHn3m
npucnocobneHHocTu
(Sexually antagonistic fitness)
CnepmaTo3oungHas
KOHKYpeHLs

(Sperm competition)

Pa3mep noeanbHoi (Boobpaxkaemoii) nonynsumm, Kotopas TEpPSIET reTepo3nroTHOCTb CO CKOPOCTbIO,
paBHOI B Habntogaemor nonynaumm.

YMeHbLLeHUe NPUCNocoBNeHHOCTU YNEHOB NOMYNALMY U3-3a HanMuKsl BPeHbIX FEHOB UM KOMGUHaLMK
reHOB B MONymsLMN.

B 6ronorun TepmMmnH «NpucnocobneHHOCTb» 03HavaeT MHAMBUAYaNbHOe COBEPLLUEHCTBO 0cobu, Bbipa-
XartoLLleecs B ycrnexe nepefayum reHeTudeckon nHcopmaumum notomkam. bronormnyeckas npmcnocobneH-
HOCTb ONpeaensieTcs kak BPOXAEHHBIMU XapakTepucTukamm ocobu, Tak u e€ pmanyecknm CocTosiHUEM
1 0COBEHHOCTAMM MOBEAEHMS B KOHKPETHBIX YCIOBUSIX OKPYXKatoLen cpeapi.

BoccTaHoBreHne reHeTU4eckoro paaHoobpasusi nyTém Murpaumm, kotopasi IPOTUBOAENCTBYET CHUXKeE-
HUIO pa3Hoobpasusi BcrieacTBMe UHOPUAMHIA.

Hanuuue B kneTtke 6onee ogHoro Tmna monekyn mtAHK.

Tun nonoBoro npouecca, Npu KOTOPOM MYXCKUE U XXEHCKUE rameTbl, ClIMBatoLLMeCs Npu onnoaoTeope-
HUK, Pa3nuyHbl No hopme 1 pasmepy.

HepaBHoBecue No cuenneHuto.

Heobpatumoe HakonneHne BpeaHbIX MyTaumi B HEOOMNbLIOK NONynsALMn, NPUBOASILLEE K MOBbILLEHNIO
reHeTM4Yeckon (MyTaLMOHHOW) Harpy3ku 1 noTepe 340POBbIX FEHOB B pe3ysbTaTe reHeTuyeckoro Aperida.
CHWxeHne cpefiHen NpMCcnocobneHHOCTN YNeHOB NOMyNALMU BCNEACTBNE HENPEPBLIBHOMO HAKOMNMEHUs
BpeaHbIX MyTaLu.

BepoATHOCTb TOro, Y4TO AOCTATOYHO BOMbLIOE KONUYECTBO MHAMBUAOB BbPKMBET A0 PENPOAYKTUBHOIO
BO3pacTa Ans COXpaHeHUsi NonynsLunmy opraHM3MoB.

CI/ITyaLI,I/Iﬂ, Korga reH umeeTt CUIbHOe MoNoXuUTerbHOe BIUAHNE Ha I'IpI/ICﬂOCO6J'IeHHOCTb OfHOro 13 no-
NOB U B TO XXe BpeMA HeratTMBHO BNUAET Ha ,u,pyroﬁ non.

Y BMAOB, KOraa camka KonynupyeT ¢ 6ornee Yem OAHUM CamLIOM, NMPOUCXOANUT KOHKYPEHLMS Mexay
35KynATaM1 BHYTPU PENPOAYKTUBHOTO TpakTa Ui cnepmato3onaamiu pasHbiX CamLoB MpU Hapy>XHOM
OMOAOTBOPEHUN.

[MoaBMXHOCTL CrepMbl
(Sperm motility)
MoporoBeblii acbdekT
(Threshold effect)

[Mponopumsa NnogBMXHbIX CrepMaTo3onaoB B odKynaTe.

OnpepenérHblii ypoBeHb MyTaHTHON MTHK, Heo6xoaumbI B AaHHOW TKaHW 4151 BO3HUKHOBEHMS 3a-
OoneBaHNs C SIBHbIMU HapyLLEHUsIMU OKUCUTENbHOro Metabonuama.

MTAHK, Kopgrpytowas MHOro reHoB, npegcrasnana ool
60nbLUYI0 ONacHOCTb 1A NocneyoLWwmxX NOKONeHUN 13-3a
Jerpafjauum no mexaHunsmy MioinepoBCKOro xpanosu-
ka (Muller’s ratchet). MoaTomy nop paBneHvem otbopa
6ONbLWMNHCTBO BaXkHbIX FEHOB a-MpoTobakTepun Gbinm
nepeHeceHbl B AaepHyto AHK. Ecnn npuHATL rmnotesy, uto
CYMOMO3 NPOUN3OLWEN A0 OKOHYaHUA GOPMUPOBAHNA Aapa
NPOTO3yKaproTa, TO NePeXoA reHoB OT a-NpoTobakTepun
B AaepHyto JHK mor npon3onT Ha paHHeM 3Tane 3BooL K
3yKapunoToB 1 yckopun dopmmpoBaHue agpa [12]. 31o 6bino
BaXHO, MOCKOJIbKY UCKSIoYano MionnepoBcKuii XpanoBuk
1 3aLMLLaNno BaXHble reHbl MyTEM MONOBONW penpoayKumnm
1 pekombuHauum [51].

Mo xopy nepepaun BaxHbix reHos oT MTAHK B aflHK,
MUTOXOHAPWAbHbIE FeHbl AAPa CTAHOBUAIMCL OOWMUMY AnA
BCEX MUTOXOHAPUI B KNeTKax, 1 BpemMa pennukaumm MTOHK
CTaHOBWIIOCb NPOMOPLIMOHANbHbLIM AnnHe Monekynbl MTAHK.
Moatomy KopoTkne mMTAHK pennvuynposanuck 6bicTpee,
yem MTOHK c 6onee anvMHHOM MONIEKYNON. DTO TaKxKe Cro-
cobcTBOBaNO OTOHOPY «3penbix» MTAHK ¢ ManeHbKol Mone-
Kynoi. [ofo6HbI NpoLecc ofHOHAMPABNEHHOW Nepeaayn
reHoB OT OpraHenibl B AAPO 6bl1 JOKYMEHTVPOBAH MOMMMO
MTAHK v gna OHK xnoponnactos nocne BO3HUKHOBEHUA
pactutenbHom kKnetku [1].

[laBneHune oTbopa Co CTOPOHbI BHELLHEN Cpeabl NpuBe-
N0 K TOMY, YTO OCTaBLUMECA MUTOXOHAPUASIbHbIE FeHbl B OC-
HOBHOM NepefaBancb MOTOMCTBY MO MAaTEPUHCKOWN IMHUN.
CornacHo D.C. Wallace [4], ecnu 661 MTJHK HacnepgoBanacb

OT 060MX poAnUTeNeit, To 3To CNoCcoOCTBOBASIO Obl MOABNEHNIIO
NoBpeXAaoLLMX MyTaLniA, KOTOpble NepefaBanmch Obl BCen
nonynAuun 1 NPUBOANUIO 6bl K €€ ocnabneHunio. AgepHbie
MyTaLMM B KJleTKax OpraH1M3MOoB, KOTOpble OCYLLEeCTBAAIT
nepefayy reHOMOB OpraHesn TONbKO OAHVM pofuTenem,
MMEIOT OrpaHUYeHna ana Tako Bo3MoXKHocTu [52]. Konu-
yectBO BapuaHToB MTOHK, nepenaBaembix OT matepu no-
TOMKaM, TaKXe JOJIHO ObITb OrpaHMyeHo. DTo HeobXxoaANMO
[J1A TOrO, UTOObI B CMELIaHHON nonynauny monekyn mTAHK
(reteponnasmua) mytauma MTAHK, nmerowwan npermyLyectso
B pennimKaumm, Ho KOTopas BpeHa s HOCUTeNs, He Morfa
CTaTb JoMuUHMpYylowein. Kaxgas nocnepytolwas BpefHas
MyTauma C pennKaTVBHbIM NPENMYLLECTBOM BbITECHANA
6bl NpeablayLLNiA 300POBbIN reH. To ecTb, MPONCXOANNo bl
HaKoM/eHne MyTaLuuiA, 1 3TO MPOUCXoANo Gbl O TEX Nop,
noKa aHHasA NMHNA He BbIMPET. DTOT NPOLECC, U3BECTHbIN
reHeTVKaM nop Ha3BaHveM «xpanoBuk Mionnepa» (Muller’s
ratchet), ABnAeTca ogHom 13 popm 3BONOLMOHHOW Aerpa-
nauun [53].

OrpaHunyeHue uncna sapuaHTos MTAHK, nepenaBaembix
13 MOKOJIEHVIA B MOKOJIEHME, CHUXKAET BEPOATHOCTb HaKomle-
HWA BPeHbIX MyTaLuii U rmbenb BCen NMHUK. 3TO AOCTUTaET-
€A yBeNMUYeHnem CKopocTu yaaneHna mytnposaHHon MTHK,
TO €CTb OUYULLEHNA MATEPUHCKOWN 3apOablleBO KNETKM
C MoMoOLLbIo reHeTuyeckoro aperida. Y matepu, npm obpaso-
BaHWW raMeT ANLIEKNETOK, UMeeTCsl «Oy TbITOYHOE FOpsIbILLIKO»
(«bottleneck»), orpaHuumMBatoLee YNCIO MUTOXOHAPWI,
nonagatoLLMx B OOLUT YesioBeKa U MiIeKonuTaoLwumx. Takum
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o6pazom, HoBble myTauun MTAHK 6bicTpo cerpervnpytotca
[l10 rOMOMasMu1m 1 No3TOMYy MOTYT ObITb MPOBEPEHbI ecTe-
CTBEHHbIM OTOOPOM, a fieneUnoHHble MyTaLuy YaanaloTCa
13 MaTepVHCKOM nonynaunm, 4yem npefoTBpallaeTca nx
JanbHenwee pacnpocTpaHeHne cpeamn NoTomkos [54, 55].
Cerperauuma ocyLLecTBiAeTCA NYTEM Cly4YaiHOTrO reHeTn-
yeckoro gperida B paHHEM NepPUOAE OOreHe3a, U Y MblLLei
3 deKTNBHOE UMCIIO CErpermpoBaHHbIX eanHuL ana MTAHK
paBHoO npumepHo 200 [54].

B uenom, noutn ncknountenbHoe HacneaoBaHne MTAHK
No MaTePUHCKOWN INHWUW ABNAETCA pe3yNbTaTOM eCTeCTBEH-
Horo oTbopa B TeueHMe BeCbMa ANMTENIbHOIO MpoLecca
sBosnouun. Bo BcAKOM cnyyae 3TO Mpom3oLLo Tak AaBHO,
YTO faxe y pacTeHuin Npy NOSOBOM pa3mHoXeHUn MTAHK
nepenaéTca TaKkKe No MaTepuHCKOM nHuK [19].Y yenoseka
M >KMBOTHbIX MaTePUHCKaA HacneacTBeHHOCTb MTAHK goctu-
raeTca cHavana nyTém pasbasneHua MTAHK cnepmbl MTAHK
AnuekneTkn. Bo Bpema onnogoTBopeHus y cnepMmatosomnaa
MUTOXOHAPWY cogepkat coTHM MTAHK, B TO Bpems Kak B Ail-
LekneTke cogepxntca npumepHo 200 000 monexkyn mTAHK
[56, 57]. Y uenoseka konuyectso MTAHK B oounTax moxet
MEHATbCA B OYEHb OONbLUVIX MPefenax Aa)e y Of4HOro 1 Toro
xe nHgusnga. Tak, nccnegosaHue 113 HeoNNOAOTBOPEHHDIX
ANLEKNETOK, NOMYYEHHbIX OT 43 XeHLWWH, 0B6HapyXnno
B cpegHem 193 000 (c npegenamun ot 20 000 o 598 000)
MUTOXOHAPWANbHbBIX TEHOMOB Ha OAUH oouut. Mpun 3Tom
0Ka3anocb, YTo yMeHblueHne konnyectsa MTJHK B ooumTe
CHWKAeT eé CNoCOBHOCTb K OnyiogoTBopeHmto [57].

Momumo pasbasneruna otyosckon MTAHK cywectyet
TaK)Ke aKTMBHbIN MexaHu3m yganeHua mMTOHK cnepmato-
3010B. Y MIeKONUTaLWMX MATOXOHAPUNA CNepmMaTo30-
NOOB UMEIOT Ha HapyXHON MembpaHe 6enok «prohibitin»
(«3anpeTuTenb»), KOTOPbIV NofBepraeTcsa yOUKBMHAL MM
(ubiquination), yto, NO-BMAUMOMY, MO3BONAET ANLEKIETKE
y3HaBaTb OTLIOBCKME MUTOXOHAPUN KaK «uy»Kue», n n3ba-
BUTbCA OT HUX B TeUeHue 24 4acoB Nocie oniofoTBOPEHNA
[58, 59]. MMpornbuTMH — LLMPOKO PACNPOCTPaHEHHDIV 6eNoK,
OH NpefCcTaBnAeT cob0i KOMMNNEKC, COCTOALMIA 13 ABYX CYyOb-
eavHuL - PHB1 1 PHB2 [60]. 3T ManeHbKue 6enku obpasytot
CTPYKTYPHbI 6510K, 06B1BasACb BOKPYT Apyr Apyra no 6osb-
LUel YacCT CBOEW ANUHDI, U KaXbll 610K COAePXXUT TPaHC-
MeMb6paHHyto cnvpanb PHB2. OyHKLMOHanbHbIN 6e1KOoBbIN
KOMMMEKC, CofepKaLyuin npumepHO 14 Takux CTPOUTENbHbBIX
6nokoB, obpasyeT YTo-TO BpoAe KPYrnoro UanHapa, npo-
HM3bIBAIOLLErO BHYTPEHHIO MeMbpaHy 1 BbICTYNaloLero
B MeMbpaHHoe NpocTPaHCTBO [48]. OH ABNAETCA BaXKHEN-
WM 6eNKOM HyKleonza MUTOXOHAPUIA 1, ByayYmn BCTPOEH
BO BHYTPEHHI0I0 MeMbpaHy, nocie yonkBuHaumm paboTaer,
KaK MeTKa, KOTopasa CUrHanmn3npyeT, YTo flaHHaA opraHenna
[loNKHa ObITb HanpaeieHa ANA YHUUTOXEHWA NPOTeacoMON.
Taknum obpasom, HacnepgoBaHve MTHK TonbKo no mate-
PVHCKOWM NMHUN ABNAETCA KOHCEPBATVBHbIM FreHeTUYECKN
3aKpennéHHbIM BrugocneunduyHbiMm mexaHnsmom [4, 60].

«MATEPUHCKOE NMPOKJIATUE»

B xoze 3BOMOLMM NONYYMNIOCh TAK, YTO Y GOSbLUIMHCTBA
OpPraHN3MOB MUTOXOHAPWANbHbIV FEHOM Mepeaaétca cne-
ZOyOLWMM NOKONEHNAM Mo MaTepuHcKon nuHum. Co Bpeme-
HeM, Noc/ie OTKPbITUSA 3TOro ABJIEHNsA, 0OHAPYKMIOCh, YTO
MaTepUHCKaa HacneacTtBeHHocTb MTAHK nmeet BaxHble
CNeACTBYA, @ UIMEHHO aCMMETPUIO MEXAY MY>KUMHaMM
N XKEeHLWMHAMY B YaCTOTe U TAXECTU MUTOXOHAPUANbHBIX
6onesHen [61]. OTo ABNeHMe ObINO BNEepPBble OTMEYEHO

B NPOABNIEHNV HEKOTOPbIX MUTOXOHAPUASbHBIX GonesHei.
Hanpumep, 85 % nauneHTOB, MMEIOLMX HAaCNeACTBEHHYIO
3puTenbHyto HeBponaTuto Jlebepa (Leber’s hereditary optic
neuropathy) — my>xunHbl [2]. Mpn 3Tom 3Ta HeBponaTua
Y NaLMeHTOB MYXCKOrO MoJia BO3HMKAeT HAMHOIO paHblue
no BO3pacTy, YeM y MaumeHTOB XeHckoro nona. CHavana
JyManu, 4To 3TO CMeLleHne COOTHOLEHNA NONIOB CBA3aHO
KaKMM-To 06pa3om C X-XpOMOCOMOI, HO NOyYeHHble B MO-
cnefHee Bpems AaHHble MOKa3blBalOT, UTO 3puTeNibHasA He-
BpOMaTUA CBsA3aHa C TEM, YTO JIIOAN MYXXCKOTro nosa 6onee
UyBCTBUTENbHbI K AedpekTam MTAHK. EcTb 1 gpyrve nprmepsl
NONIOBOro CMeLLEeHWA NATONOMMI B CTOPOHY MY»CKOFO Nona,
BbI3BaHHbIX edpeKTaMn MUTOXOHAPUANbHOro reHoma [60].

BpepHble mytauun MTAHK, KoTopble oKa3biBaloT Aaen-
CTBUE TONbKO Ha MYXUMH, He MOoJBepralTcsa ecTecTBeH-
HoMy oT6opy. Mo3ToMy He3aBMCUMO OT AaBneHuA oTbopa
Ha MYXCKYI0 YacTb nonynaumm, myTtaumm mtHK, kotopbie
ABNATCA HEATPANIbHLIMU AW BAN3KMMU K HEWTPANbHbIM
ONA >KEHLWWH, MOTYT [OCTAraTb BbICOKOW YacTOTbl B MOMy-
nauuuv B uenom [49, 61]. BoamoxkHO, 3TO ABNsAETCA OAHON
M3 NPUYUH MEHbLUE NPOAOIIKUTENBHOCTU XU3HN CTape-
IOLLMX MY>XUMH B CPaBHEHNN CO CTapeoLWMM XKeHLWNHAMN
B 6ONbLUMHCTBE NONYNALMIA, UCKITIOYasA, KOHEYHO, BHELLHe
NPWYVHbI: TPaBMbl, 1IKOron3m v ap. [Npm 3SToM HY»KHO OTMe-
TUTb, YTO MY>KUMHbI HAUNHAIOT CTAPETb PaHbLLE XKEHLLVH, YTO
6b1N10 OTMEYEHO Hamu NpK 00CYKAeHN MeTabonyeckoro
cvHapoma B Jlekymm 1.

[pyrum BaxkHbIM cnefcTenem Hacnegyemoctun MTAHK
Nno MaTepUHCKON NNHUKN OblIo 06HapyXeHne Toro, YTo
reHetTuyeckue usmeHeHuns mtAHK moryT 6b1Tb Takxe OT-
BETCTBEHHbI 33 ANCPYHKLUIO CNEPMATO30UAOB, U TaKNM
06pa3oM NPMBOANTL K My>KCKOMY 6ecniioanto, 1 ABNAITCA
OCHOBHbIM PpeHOTUNMYECKNM CieacTBreM My Tauuid B MTOHK.
3T MyTaumm Mornm 6biTb 3adUKCUPOBaHbI B CTabUIbHbBIX
BapvaHTax MTHK, NOCKONbKY OHV HaceaytoTCA NO >KEHCKOW
NUHWK. [laHHble NpeanonoXeHns Obiiv AoKa3aHbl SKCnepu-
MeHTasIbHO. Y 6efbiX My>KUMH C aCTEHO300CMNepPMIMEN YaLlle
BCTpeyaeTca rannorpynna T MTAHK, y My>unH c HopmanbHom
NOABWKHOCTbIO CMepmaTo3ouaoB — ranforpynna H, n ato
COMPOBOXKAAETCA PA3NNYUAMU B aKTUBHOCTU HEPMEHTOB
OO B MUTOXOHAPMAX CiepMaTo3oungos [62].

CnpaBka: ACTeHO300CNEePMUA — CHUKEHNE MOJBUK-
HOCTM cnepmaTo30uaoB. [onHoe OTCYTCTBME MOABMXKHOCTHA
HOCWT Ha3BaHWe akKUHOCMEPMUA, UM aKMHO300CNepMUA.
AcTeHo(300)cnepmuna ABNAETCA OAHOM M3 YaCTblX NPUYMH
My»CKoro 6ecnnogua. Micxona n3 nx nogBMXHOCTY, BCe
crepmaTto3oubl Nogpa3aensaTca Ha 4 Kateropuu: A — 6bl-
CTpOe, NoCTynaTesibHOe ABUXKEHME, Y 340POBOr0 My»UMHbI
Ha JOJI0 3TMX CMepmMaTo30MA0B JOHKHO NMPUXOANTLCA He
meHee 25 % (no HoBbIM pekoMeHAaumam BO3 - 32 %); B -
MeANieHHOe NocTynaTeslbHOe ABMXKeHMe (3Ta KaTeropus
YUUTbIBAETCA, €C/IN BbIABMAETCA CHUMKEHME KOHLeHTpaumm
kateropuu A); C — HenocTynaTenbHoe aBmxeHue; D — Henog-
BVIXKHble CNepMaTo30uapbl.

Takum 06pa3om, pe3ynbTaToM HaKOMIEHNA BPeaHbIX
MyTauui B MYXCKOI 4acTy NONyAALMN MOXET OblTb CHU-
KeHue obLei NPUCNocobIaemMocT MyXUnH, becnnogue
1, B KOHEYHOM UTOTe, flerpafaumnsa He6onbLLNX NONYAALUIA
N faxke CPaBHUTEIbHO 6ONbLUMX MOMNYAALMIA C BbICOKOW NH-
6penHocTbio [63]. Mo 3TMM NprYMHaM, BpeAHOMY BANAHWIO
MaTepuHCcKon Hacnegyemoctn MTOHK Ha my»cKyto yacTb
nonynauwmu, 610 faHo 06pa3Hoe Ha3BaHUE — <MaTEPUHCKOe
npoknatue» [49].
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Bbicokasa uactoTta BpefHbix annenent MTAHK BHYTpnM
BVAOB ABNAETCA Pe3yNbTaTOM YeTbIPEX FMaBHbIX 0COOEH-
HOCTE MUTOXOHAPMANbHOrO reHoMa: 1) BbICOKOW CKOpOCTU
MyTaLui, 2) OTCYTCTBUA PEKOMOVHALMN, 3) yMEHbLIEHHOTO
pa3mepa 3ddeKTUBHbBIX MONYNALUIA 1 4) HaceayemoCTy No
MaTePUHCKON NMNHUN.

Bbicokas ckopoCTb MyTaLuiA, Kak 6b1710 0OLLENPUHATO 4O
HeflaBHero BPeMeHH, CBAi3aHa C OKUCINTESIbHbIM CTPECCOM
1 HEAOCTATOUYHO 3P PEKTUBHBIM NCMPABSIEHNEM NOBPEXAEH-
Hon MTAOHK. Mo 3TMM npuyrHam HoBble annenu MTAHK 06-
pa3ytoTca HenpepbiBHO [64]. XOTA Mbl yKe yrOMUHanm o Tom,
4TO «CBOOOAHO-pafMKaNbHas» rmnotesa Mytauun mraHK
6bl1a NoCTaB/IeHa Mo COMHeHKe, OHa Oblia «CraceHa» AaH-
HbIMV O TOM, YTO CYNEepPOKCUAHbIN PagnKan B MUTOXOHAPUAX
MOXET NOABEPraTbCsA MPOTOHNPOBAHNIO C 06Pa30BaHMEM M-
APOodOBHOro NeprigpoKcnabHOro pagvkana (HO,), Kotopbii
aKTMBMpPYeT B MemOpaHax MUTOXOHAPUI ayTOOKMCTIeHne
MHXK (MMNMOJT) ¢ obpa3oBaHemM OFPOMHOTO Konn4yecTsa
NPOAYKTOB, MHOTME 13 KOTOPbIX 06/1afaloT BbICOKON TOK-
CUYHOCTbI0. OYEBMAHO, UTO HEKOTOpbIe M3 TaKMX MPOAYK-
TOB, Hanpumep, N30MeBYrNaHUANHbI, MOTYT NOBPeEXAaTb
sk3opomeH MTHK pennukasbl (pol y), KoTopas HamHOro
6onee YyBCTBUTENIbHA K OKUCSIUTENBHOMY MOBPEXAEHMIO,
yem nonvmMepasHbin gomeH (pol domain), uto B gecaTku
pa3 yckopsaeT HakonneHne myTtauun B MTOHK [43]. 310 Tem
bofiee BO3MOXHO BC/eACTBUE TOrO, YTO OAMH N3 6enkoB
Hykneovga MTHK, npornbutnH, HemocpeacTBEHHO BCTPO-
€H BO BHYTPEHHIOI0 MeMOpaHy MUTOXOHAPWI, yaepK1Bas
MTOHK B HenocpepfctBeHHOW 61M30CTH OT BHYTPEHHEro
NNMNLHOTO CNI0A BHYTPEHHe MeMbpaHbl. IMeHHO B 3TOM
MUKPOMPOCTPAHCTBE MaTPMKCa MUTOXOHAPUI MOXET ObITb
camas BblCOKasA KOHUeHTpauma npogykTtos UIMMOJ.

Annenu, Bbi3blBatoLLye Aaxke He6obLUME MOBPEXAEHNS,
CTaHOBATCA YCTONYMBbBIMU, NOCKONbKY B MTAHK oTcyTCcTBY-
eT pekomOrHaLuMA reHoB, YTO NPUBOAUT K Hen3bexXHOMY
HaKOMMEHMNI0 HecslyYyalHbIX CBA3EN MeXAy BapuaHTamm
(linkage disequilibrium). 3To NpnBOAUT K CHMXEHWIO NpW-
CrnocabneHHOCTN Ha YPOBHE OTAENbHbIX JIOKYCOB, Yem
yMeHbluaeT 3G PEKTVBHOCTb eCTeCTBEHHOrO oTbopa [65].
Kpome Toro, 3¢ peKkTrBHbIN pasmep Nonynaummn gns MuTo-
XOHAPVanbHOro reHomMa oOblYHO COCTaBAAET TONbKO 25 %
OT AflePHOr0 reHOMa BC/1eICTBME ranfiongHOCTN U MaTepPUH-
CKOW HacneacTBeHHOCTK. 1o 3To npuyrHe myTtaumny MTAHK
HamHoro 6onee YyBCTBUTENbHbI K reHeTUYecKomy apeindy
N «BYTbITOYHOMY FOPJIbILLKY» AS1A NOMYAALMMN B CPaBHEHNM
¢ myTauuamu agepHon [IHK. Noatomy ectecTBeHHbIN 0TO6OP
6yneT HamHoro meHee 3bPeKTVBEH B yAaneHnn BpefHbIX
MyTaumin MTOHK [49]. 3T npoueccbl 0cCO6EHHO OnacHbI A
He6oNbLUNX U/ NHOPEAHBIX NONYNALNIA.

Mpumepom «MaTepUHCKOrO NPOKNATUA» U oTbopa
Ha YPOBHeE 3aMKHYTOW NonynAuuy ABAsSeTCA MHO6pean3auus
1 BbICOKII ypOBEHb 6ecnioana y aMeprKaHCKNX MEHHOHN-
ToB. KcTaTi, npobiema poxaaemMocTi B ManblX Y MHOpeaHbIX
nonynAauuax, No-BUANMOMY, Cbirpasia CBO POJib B ICUE3HO-
BEHUU HeaHAepTanbLeB. Vx nonynaumm 6u1v HebonbLLIMMK,
1 OHU XKW B MOSTHOM Y/CIIEHHOM COMNachii C OKPY»KatoLLMm
YKUBOTHBIM MMPOM MO KparHel Mepe CTO TbicAY NieT [0 Npu-
X0o[a COBpPeMeHHOro yenoseka, Homo sapiens. MNpwu 3ToM
He NMPOWCXOAUSIO 3HAYNTENbHOMO Mporpecca B Opyamax
OXOTbl, YTO MPUBENO K KOHCEPBMPOBaHMIO cCUTyaunn. Bpems
LU0, MyTaLM MUTOXOHAPWI HaKanInBaauchb U MOCTENeHHO
POXAAeMOCTb CHMXaNach. A KOrga npuLwan KPOMaHbOHLbI,
TO, CKOpee BCero, He 60siee BbICOKMI HTENIEKT NpuLLENb-

LueB, Kak npepnonaraloT HeKOTopble 3anafHble yUyéHble,
a HU3KaA POXKAAEMOCTb y HeaHAepTanbLeB cbirpana ecnm
He peLualoLLyto, TO 3aMeTHYIO POJIb B MOJTHOM NCHE3HOBEHMN
HeaHJepTanbLeB.

Bo3HukaeT Bonpoc, mouemy e BCe nepeynciieHHble
onacHocTy HacnegoBaHuA MTAHK no matepmHCKoOn AMHUN
He NPVBEeNN K NOIHOM AerpajaLnim BbICOKOOPTraHM30BaHHbIX
a3pOOHbIX OpPraHM3mMoB B xofe 3Bostoummn? OTBETbl Ha 3TOT
BOMPOC 06Cy»KaaloTcA B Criefytolem pasgene.

MUTOXOHAPUU UATOMJTIA3MbI KAK nonynaumna

R.C. Lewontin [66] oTmeTus, 4To Ha Nt0OOM ypOBHE
61onornyeckor opraHr3aLmm eCTeCTBEHHbI OTOOP MOXKET
B/IVNATb Ha eAUHMLbl HAaCNeACTBEHHOCTU (AgepHble unu
umTonnasmaTmnyeckme), Kotopbie NpoABAAIT TPU OCHOB-
HbIX CBOMCTBA: 1) Hannume GeHOTUNUNYECKMX U3MEHEHNUA,
2) pa3Has cnocobHOCTb GPEHOTUMOB K BbI)KMBAEMOCTU
B lJaHHbIX YCJIOBUAX, TO €CTb, pa3Has NpucnocobnaeMocTb,
1 3) BO3MOXHOCTb Nepefayrt HoBbIX GeHOTMMNOB MOTOMKaM.
MuTtoxoHapuanbHaa JHK B 6uonoruyeckoin nonynauum
HaxoAMUTCA BO BCTPOEHHOW Mepapxun, nocnefoBaTesibHO:
BHYTPV MUTOXOHAPWIA, MATOXOHAPUN — B KNeTKax, KneT-
KM — B TKaHAX 1 OpraHax, U opraHbl — B UHANBUAYANIbHbIX
opraHu3Max, KoTopble B CBOIO o4epefb, HAXOAATCA B rpyrnnax
HAMBUAOB (nonynaumax) (puc. 3).

Hanpumep, deHOTMNMYECKME BapVAHTbI HA YPOBHE
KNeTKU MOryT 6biTb HOBbIM BO3HUKAIOWMUM CBOWCTBOM,
CBA3aHHbIM C reTepomniasaMmmyecknm coctasom MTAHK nHan-
BUAYabHbIX KIIETOK, GeHOTNMUYECKE BapVAHTbI HA YPOBHE
VNHAMBUAYANbHOIO OpraHn3Ma MoryT NpeACcTaBAATb BO3HU-
KatoLLe CBOWNCTBa reTeponia3Mmyeckoro cCocTaBa B pasHbIxX
opraHax 1 TKaHAX, KaXble 13 KOTOPbIX MOy T MMeTb pa3Hoe
BAMAHME Ha NPUCNOCcabnmBaemMoCTb OpraHM3Ma K JaHHbIM
ycnosuam. bonee Toro, MmatepuHckaa HacnefyemocTb 1 OT-
cyTcTBUE pekombrHauumn MTHK obecneurBaloT MOHATHbIN
KOHTEKCT AencTBMA GaKTOpOB NONYNALMOHHON ANHAMUKN
(myTauwmin, otbopa 1 fpeiida) No BCen nepapxmmv Nonynaymn
(pwnc. 3) [64].

Knaccnyeckum nprmepom otbopa Ha HECKOMbKMX
YPOBHAX ABNAETCA MyTauuma p (petite) y Apoxxkeit. [poxxum
C 3TON MyTaLMel NOTEPANN FreHbl, HEOOXOAMMbIE 1A OKUC-
nuTenbHoro ¢ocdopuIMpoBaHns, HO CMNOCOOHbBI Pa3MHO-
»aTbCA B NPUCYTCTBUU MIOKO3bl, MONyYas SHEPI 0 3a CYET
rnvkonusa. OHM MOryT BpeMeHHO «nobeanTb» (out-compete)
HopmanbHyo MTOHK nyTém sronctnyHom pennunkauymu
B reTeponiasmmyeckoi LUTonnasme, Ho B KOHEYHOM mUTore
N30V paTENbHO YAANATCA U3 KNETKN BCIEACTBUE MEAJSIEHHO-
ro pocTta B NpucyTCTBUM Kncnopoga [67]. Noxoxas cucrema
MHOrOypOBHEBOW cenekumm MyTaHTHbIXx MTAHK ¢ aeneumamm
6blna onu1caHa fis HEKOTOPbIX KIIETOK CeTYaTKM 1 Mo3ra [68].

OpHako Lewontin [66] cunTan, YTo eCTeCcTBEHHbI OT-
60p Ha HagopraHM3MeHHOM YPOBHE BPAA NN OKa3blBaeT
B/IVAAHME Ha 3BOJIIOLMIO, OTYACTW MOTOMY YTO eAUHMLbI
Ha 6osiee BbICOKOM, YeM VHAUBWA, YPOBHE He NMPUBOJAT
K HacnegyemocTu npucnocobnsemoctm (fitness). dsonto-
LMA ecTeCTBEHHOrO OTOOPA AOJITOe BPEMSA M3ydanach 3KC-
nepriMeHTasIbHO Ha YPOBHE UHAMBUAOB, @ UCKYCCTBEHHasA
cenekuma CToneTMaMM UCNoNb3oBanachb AlA U3MeHEeHNA
CBOWCTB UHAUBMUAYaNbHbIX OPraHN3MoB, AaBasa [apBuHy
OCHOBAHWA A1A NOAAEPKKMN €ro TeOprIY eCTeCTBEHHOrO OT-
60pa. [Mpu 3ToM ObINIO 0OLLENPUHATO, YTO CeneKkums paboTaeT
3bPEeKTVBHO TOMBbKO Ha HUXKHIUX YPOBHAX OMONIOrMYecKon
nepapxun [66]. OgHako B KoHLe XX B. 3Ta Aorma 6biia noa-
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BEPrHyTa COMHEHMIO Ha OCHOBaHWWN UCCNIefoBaHM oTbopa
Ha YPOBHAX BblLLE UHANBUAYASIbHbIX OPraHN3MOB, @ UMEHHO,
cenekuun Ha ypoBHe rpynn [69, 70] n gaxke skocuctem [71].

AHanm3 s3KCneprMeHTasIbHbIX UCCefoBaHNUIA Fpynno-
BOro oTbopa nokasarn, YTo OH AeNCTBYeT Ha Te KOMMOHEHTbI
N3MeHUMBOCTY, KOTOPble He MOTYT BIMATb Ha Mpucnocobna-
e€MOCTb Ha 6onee H3KNX ypoBHSAX [70]. Y BUAOB, pa3MHOXa-
IOLLMXCA MONOBBIM NYTEM, UHAMBUAYaNbHAA CENeKLA MOXET
MMETb TONbKO yCpeHEHHOE BNAHNE Ha UHAMBUAYalbHbIE
reHbl. BHyTpu rpynn B3anmopencTema reHoB (3MmcTas)
N reHeTnyecKkn obycnoBneHHble B3aUMOLENCTBMA MeXay
WHAVBMAAMU TaKXKe MOTYT BHOCUTb CBOW BKNag B CENEKLMIO.
3aBucALMe OT reHeTUYeCcKx CBOMCTB B3aMMOAeNCTBUA
MeXay OTAeNbHbIMY YneHaMu rpynn npeacTaBaaoT 0Co-
6eHHbI MHTepPeC, MOCKOMbKY OHU ABNAITCA KOMMNOHEHTaMM
peakuuin Ha yPOBHe rpynrbl, KOTOPble He MOFYT CyLLeCcTBO-
BaTb Ha UHAMBUAYaNbHOM ypoBHe [72].

W. Swenson et al. [71] npusenu gaHHble, KOTOpble eLé
6onblue nokonebanu yTeep>KaeHre o TOM, UTO Cenekumna
3bdeKTUBHa TONbKO Ha HKHUX YPOBHAX G1ONOrnyeckon
nepapxmn. 3Tv aBTopbl MOKasanu, YTo eCTeCTBEHHbIN OTOOP
Ha YpPOBHE 3KOJIOrMYEeCKNX CUCTEM TaKKe MOXEeT MeHATb
ssontoyuto Bugos [71]. Mpumepom oT60pa Ha ypoBHe
BblLLe, YeM VHAVBUADI, U [axe He MPOCTO Ha YPOBHe rpynn
W SKOCUCTEM, @ Ha YPOBHE MyIaHeTbl, ABNAETCA NPOUC-
X0AALLaA B HacToALee BPeMA UCTOPUA C KOPOHABUPYCOM
COVID-19[73]. Ecnn noatBepamnTCca ero (BMpyca) asosnouns
BC/IeACTBME B3aUMOAENCTBUA YeNoBEKa U OKPYXKaloLmx
6uocrcTem, NN NCKYCCTBEHHOE MPOVCXOXKAEHUE, TO 3TO

DI
MuToxoHapus
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MoKa3bIBaEeT y»ke Ha oTOop nonynAuni oben Ha camom
BbICOKOM COLManbHOM U faxe BMaoBomM (Homo sapience)
ypoBHe [74]. CTpykTypa rubenu niogein ot SARS-CoV-2
B Hblo Mlopke 1 apyrx amepukaHCKMx ropofax YTKO Ha 3T0
yKasbiBaeT: 70 % ymepLumnx — noau 13 6efiHbIX 1 NIOTHO Ha-
CeNéHHbIX paioHoB. [prMeHeHre AlepPHOro, XMMNYECKoro
NN GUONOMYECKOTO OPYKUA MOXKET UMETb HEMOMPaBUMbIE
nocneacTBus Asis YenoBevyecTBa, 0COOEHHO BCreacTBMe
BbICOKOW UYyBCTBUTENbHOCTN MTJHK K MyTareHHbIM BO3-
0encTBusam.

Taknm 06pa3om, MHOrOypOBHeBas cefnlekuma MOXeT
B €CTECTBEHHbIX YCIIOBUAX CMOCOOCTBOBATH MOMYNALMAM W3-
6eraTb MioniepoBCKOro XparnoByKa 1 peLlaTb Takum 00pa3om
BHYTPUreHOMHble KOHGNIMKTbI. 9TO OUYEHb BaXKHO, MOCKOJIbKY
mMeTabonmyeckue CBONCTBA MUTOXOHAPUIA CMOCOGCTBYIOT
MyTaumam MTHK, 4To npnBOAUT K NOCTOAHHOMY POCTY reTe-
ponnasmum MTAHK 1 HakonneHmo NoBpexaeHni, 0CO6eHHO
B BuAe 6ecnnofns y NOTOMKOB MO My>KCKOW NTMHMM [64].

K coxaneHuto, 3a npegenamm 4YnMcto eCcTeCTBEHHbIX
NPOoLIeCCoB, IBOMIOLMNA YenoBeYeCKX NONyALMI npusena
K TOMY, UTO HEKOTOpPble CoLMasibHbIe FpynMbl S0Aen CH/MXaoT
UYNCNEHHOCTb 1 flaXke YHUUTOXKAIOT NOMyNnALMM, HaxoaaLmecs
Ha 6oee HM3KOM CoLManbHOM UM SKOHOMUYECKOM YPOBHE.
[locTaTouHO BCMOMHUTb MCYE3HOBEHVE MHOTMX NOMNYNALNIA
KOPEeHHbIX xuTenen CeBepHOM AMEPUKN, XUBLLUNX TaM [O-
BOMbHO YCMNELWHO AeCATKM TbICAY JIeT, U3-3a BO34eNCTBUA
«UUBUN30BAHHBIX Npuwenbues» 13 EBponbl. NMogo6Hble
NPOLEeCChbl MPOUCXOZAT U B Halle «MPOCBELEHHOE» U «fe-
MOKpaTUYecKoe» Bpemsi.
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Puc. 3. MonynAunoHHasA reHeTnka MutoxoHapwii. a — MTHK cyliecTByeT Bo BCTPOEHHOW MepapXun NOMysALMiA, BKITIOUAIOLWMX AaHHY0 MO-
nekyny mtIHK: opranenna, Knetka, HANBMAYanbHbI OPraHU3M U1 fanee ecTeCTBEHHbIe NONyNALMW 1 BUAbI (PUCYHOK 3aMCTBOBaH
13 [64]); 6 — MyTaLumMsa BHOCWUT BapUaHT Ha CAMOM HM3KOM YPOBHE nepapxuu. ECTecTBeHHbIn 0TOOp 1 ciyyaliHblii Apend reHoB MoryT
MeHATb YacToTbl rannoTuna MTHK B ncxogHom v B apyrvx yutonnasmax. Cenekunsa v gpeitd MoryT eiiCTBOBaTb Ha Pa3HbIX YPOBHAX
nepapxuv JaHHOW NONyAALMN: BHYTPU OPraHesnsl, BHyTPpY KNeToK, B MpeAenax TKaHu U/unm opraHn3ma, a Takxke yepes MaTepUHCKNX

NOTOMKOB (Hacnegyemble nuHum) [64].

Fig. 3. Population genetics of mitochondria. a - mtDNA exists in a nested hierarchy of populations spanning the mtDNA molecule, the organelle,
the cell, the individual organism, and on up through natural populations and species (the figure was adapted from [64]); 6 — mutation introduces
variation at the lowest level of the hierarchy. Natural selection and random genetic drift act to change mtDNA haplotype frequencies within
and among cytoplasms. Selection and drift can act at multiple levels in the hierarchy of populations: within organelles, within cells, or among

maternal lineages [64].
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OpHako, coxpaHuB B fiylle Hajexay Ha cBeTioe Oyay-
Liee, Ha 3TOM Mbl 3aKOHUYMM KpPaTKOe 3HaKOMCTBO C NPOounc-
XOXAEeHVeM MUTOXOHAPUI 1 nocneacTeuaMy nepeHoca HK
NpoToCMMOUOHTa B AAPO. B cnegyownx nekumnax Mol no-
3HakoMuMcs 6onee NoapPoOOHO C HOBLIMY AaHHbBIMU O PO
nepeHoca mTOHK B sgepHyto OHK, ctpoeHunem n dyHKumen
6enKoB Hykneouza, 1 OCHOBHbIMU GYHKLUAMU MUTOXOH-
LPUIA, UMeoLLUMM MTPAMOE OTHOLLEHME K GYHKLMAM OpraHoB
1 npoLeccam cTapeHus.

AOMNONHEHME

YxKe Korfa cTaTbA Haxofmnacb B Habope, Mbl HaLwN
Cpeamn ToNbKo 4To onybnnKoBaHHbIX cTaTteln 2020 roga
1 MOCYNTANN NOME3HbIM J06aBUTb KPaTKY0 CTOPUYECKYIO
NCTOPUIO CUMOMOTUYECKOIN TeopUK BO3HUKHOBEHMA M-
TOXOHZPWI 1 XNOPOMIAcToB, KOTOPYIO NMPUBOAAT B CBOEM
0630pe J.A. Brown et al. [75]. SHOOCUMOMOTUYECKAA Teopus
6bina Brnepsble ony6nvkoBaHa B 1905 rogy KoHcTaHTHOM
MepeLIKOBCKMM, PyCCKUM 6OTaHMKOM, MOCTYIMPOBABLUMM,
YTO NpeALecTBEHHKAaMUN XI0POMIAacTOB pacTeHnin Gblin
CcBOOOJHO XMBYLMe LaHobaKTepumn, KOTopble cTanu
CUMOBVOHTamK [76]. B To Bpema Kak MUTOXOHAPWY He Bbinn
YyacTblo Teopnn MepeLKoBCKOro, MPMMEPHO Ha AecATb
net nosgHee (B 1918 rogy) Paul Portier npegnonoxwun, uto
MUTOXOHAPUMN BO3HUKIN BCIEACTBME CUMOUOTUYECKOTO
npouecca [77] — KoHUenumaA, KOTopyto 3aTeM fJarnee pasBui
Ivan Wallin [78]. OnHako HY ofHa U3 3TUX TeopuiA He Gbina
NPVHATa BCEPbE3, N OHM ObINN Jaxe OCMeAHbl BefyLMm
Hay4HbIMY/ 06LLeCTBaMU TOFO BpemeHU. [loaTomy cumbrnoTu-
yeckoe NPOoVCXOXKAeHME Kak 06bACHEHVe BO3HUKHOBEHUA
XNOPONACTOB, MUTOXOHAPWIA MW KNETOK-3yKaproT 6bino
3abbITo f0 1967 rofia, Koraa 3Ty Teopum Hbinv BO3POXKAEHbI
Lynn Sagan (Margulis) B eé HoBaTopckoli ctaTbe «O npowuc-
XOXAEHUN MUTOTUYECKON KneTkn» [79]. OgHako, noJobHo
TakuM e peakumam 3a 50 neT fo 3Toro, e€ Teopun O BO3-
HVKHOBEHVM 3yKapuOTOB 1 MUTOXOHAPUIA Oblnn BCTPEYEHbI
¢ 6onblUMM cKencmcoMm 1 KpuTrkon [80], fo Tex nop noka
JaHHble o 6enkax n cekBeHmpoBaHun OHK, npencrasneH-
Hble Robert Schwartz n Margaret Dayhoff, He 06Hapyxunu
6aKTepuranbHoOe NPONCXOXKAEHME MUTOXOHAPWIA [81].
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