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BeBepneHune

LinTonnasamatnyeckme opraHensbl, OCYLLECTBASAOLMNE
OMoaHepreTMyeckmne NPOLLECChHI B KJIETKaxX pacTeHU 1 Xu-
BOTHbIX, Obl/i1 OTKPbITHI B 1841 roay; B 1900 roay oHu nony-
YUKW Ha3BaHMe MUTOXOHApuKN. B 1948 rogy mmutoxoHaopumn
ObINN N30NMPOBAHbI B YUCTOM KynbType. [MpucyTcTeme cob-
ctBeHHon JHK y aTux opraHenn 6bis10 yCTaHOBIEHO NMLLIb
B 60-x rogax npowwsioro Beka. B 1981-1986 roabl MUTOXOH-
apvanbHasa JHK (MTOHK) yenoBeka Oblna cEKBEHMPOBAHA,
4YTO MO3BOJINIO YCTAHOBUTbL B HE KONNYECTBO MEHOB U UX
OCHOBHble ®YHKUMK [1, 2]. MUTOXOHOPUN, MPUCYTCTBYIOT Y
OOJbLUMHCTBA XNBOTHBIX KNETOK (MCKIOYEHME COCTABASIOT
JIMLWLb SPUTPOLUTBI KPOBK). MUTOXOHAPUN SBASIOTCHA Hau-
6onee pacnpocTpaHeHHbIM BUAOM 6akTepuii B opraHname
4YenoBeka; MX MPOUCXOXAEHME CBA3bIBAOT C anbda-npo-
TeobakTepusamu poaos Rickettsia, Ehrlichia, Anaplasma. B
KJIETKax B3POCJIOro YeNI0BEKA, Kak NnonaratoT, MPUCYyTCTBYET
0o 10" ""mutoxoHgpui. [3-71.

CTpyKTypa MUTOXOHAPUIA

TunuyHasa kneTka MAEKONUTALWMX COAEPXUT OT Ae-
CATKOB A0 TbICAY MUTOXOHAOPUA. X 4ncno, pasmepbl 1
dOopMbl 3aBUCAT OT Tuna KNeTok, CTagum nUx pasBuUTUS,
TeMnepartypbl, GU3MONOrMYECKNUX YCNOBUM OpraHuama,
dU3NYECKNX yrnpaxHeHnin, AneTbl n opyrmx ¢akTopos. Y
MOJIO[bIX 340POBbLIX toAel pasHoobpasrie MUTOXOHAPUIA
OTHOCUTENbHOE HEBENUKO [7]. U30AnpoBaHHbIE MUTOXOH-
OpUM UMEIOT pa3Mepbl CXoxune ¢ 6akTepusamm (nopsaka 2
um x1 um); B KNeTkax OHW BbIMMAAAT Kak egMHUYHbIE rpa-
HYNIMPOBAHHbIE CTPYKTYPbI, KOTOPblE MOryT COEOVHSATb-
cs, dopmumpysa HebonbluMe BeTBALLMEcs 00pasoBaHUS.
ManeHbkrne pasmepbl NO3BOAAT MUTOXOHAPUAM TPAHC-
NOPTUPOBATLCHA OT OAHOW B APYrue KJAETKM C MOMOLLbIO

TPAHCMOPTHbIX TYHEJIbHbIX HAHOTPYOOK U MUKPOBUIMKYII.
MUTOXOHAPUM MMEIKOT OBOVHYIO NMMONPOTENHOBYIO MEM-
OpaHy. BHewHas 6orata X0/NeCTEPUHOM, UMEET MSATKYIO
KOHCUCTEHUMIO 1 BUOXMMMYECKM UOeHTUYHA MembpaHam
3yKapuoTU4eckmnx knetok. OHa cny>xmt 6apbepom 1 nnat-
dopmoin onsa obmeHa NpPoaykToB meTabonmnama mexnay
LMTONNa3MoM N MexmeMbpaHHbIM NPOCTPaHCTBOM, 3a-
LMLLAEeT KNeTKy OT BPeAHbIX MPOAYKTOB, 06pasyloLnXcs B
MUTOXOHOPUSX, a TakxXe 6akTepuanbHbIX TOKCMHOB, raMmMa
n YOI paguaummn, rmnokcum, apyrux ¢pakTtopos, crnocob-
HbIX BbI3blBaTb noBpexaeHns MTOHK [8, 9]. BHyTpeHHsAS
MeMbpaHa MUTOXOHAPUA MOPHONOrMYeCcKy CXoxa C MeM-
6paHoii 6akTepuii 1 6orata kapanonunuHom (pocdonu-
nua, U3 4-x XUPHbIX KNCNOT). NoBpexXaAeHNs BHYTPEHHEN
MeMOpaHbl MEHSIOT CTPYKTYPY MUTOXOHAPWUI 1 06beanHs-
10T OTAE/bHbIE MUTOXOHAPUM B eanHoe uenoe [8, 10]. Mpu
BbIAENEHUN MUTOXOHAPUIA U3 KJIETOK YacTo MPOUCXOOUT
dparmMmeHTauusa aTMX OpraHens, ConpoBOXAAOLLAACS N3-
MEHEHMEM UX MPOHULLAEMOCTN A9 KafbLUusa U KUCIOPoaa
1 yBenuyeHnem obpasoBaHuns cBOOOAHbIX pagukanos [11].
CopepxaHrne n metabonnyeckas akTUBHOCTb MUTOXOH-
Opun Takxe MeHseTcs npu guddepeHumaumnm KneTok.
Tak, B CTBOJIOBbIX KJI€TKaxXx MUTOXOHAPUU MPUCYTCTBYIOT
B He3pesion GopmMe, nx pa3dmepbl YMEHbLLEHbI U OHU OCY-
LECTBASOT MNPEUMYLLECTBEHHO aHaspobHbIN MeTabo-
nnawm. Mpwu ganbHenwen anddepeHunaumm cogepxaHmne
konun MTOHK, ypoBeHb AbIXxaHMS U FreHepauus CUHTe3a
AT® yBennumsaeTcs [12].

FeHeTUKa MUTOXOHOPUMA.

MwuToxoHapuanbHei reHom BkoyaetT 1000-2000 kne-
TOYHbIX SAEPHbLIX FTEHOB U TbICAYN KOMUA MaTEPUHCKOMN
Hacnegyemon MTOHK, koampytowieii Hanbonee BaXHble
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reHbl, CBA3aHHble C BLUOo3HepreTukon knetok [3]. AdaepHble
MUTOXOHOPUASNIbHBbIE TEeHbl MPUCYTCTBYIOT B KJIETOYHOM
XpomaTtuHe, 6oratoMm ructoHamu. CoO6CTBEHHbIN MUTOXOH-
ApuvanbHbIi LMPKYNSpHbIA reHoMm (MTOHK-6enkoBbili KoM-
NnJeKkc), Ha3blBAEMbIN HYKNIEOMOOM, CNOCOOEH YaCTUYHO
TPaHCKPNBUPOBATLCH HE3ABMCUMO OT KJIETOYHOrO sapa.
Pasmep mutoxoHOpuanbHOro reHoma MeHblie 1% Bcen
knetoyHou OHK n coctaBnset 16,6 kb (okono 1000 Hykneo-
TnaooB). MTOHK He conoepXnT MHTPOHBI (introns) n kognpyet
37 reHOB, B TOM 4uUCne, OTBETCTBEHHbIE 32 CUHTE3 13 no-
MNEenTUAOB, YY4aCTBYIOLLMX B TPAHCNOPTHOM 9NE€KTPOHHOMN
Lenn cuHTesa aHepryn. [ns TpaHCNsuMM COBCTBEHHbIX
6€e/IkOB MUTOXOHOPUN CUHTE3UPYIOT ABE PUOOCOMasbHbIE
n 22 TpaHcnopTHble PHK. AaepHble 1 MUTOXOHOPUASIbHbIE
reHbl COBMECTHO y4acCTBYIOT B MPOLLECCax TPaHCKPUMNLMK,
TpaHcnauum 6eNKoB 1 B AbIXaHUW. JyKapuOTUYECKUE KNET-
KN cnocobHbl obmMeHmBaTbesa YacTbio cBomx MTAHK. He-
COBMECTMMOCTb MUTOXOHAPWUANbHbLIX N 90E8PHbIX FEHOMOB
MOXET MOTEeHLMANIbHO BNIUATbL HA MPOLECChl AblXaHUs 1 pe-
anusauum apyrux GyHkuni knetok [2, 3, 8, 13 -16]. B MTAHK
0BHapy>xeHbl Takxe rexbl (SIRT1 n SIRT3), OTBETCTBEHHbIE
3a anureHeTnyeckne moandoukaumm JHK v rmcToHOB B 9y-
KapuOTUYECKUX U NPOKapMoTU4EeCKmx knetkax [28]. Kax-
OblA MUXOHOPWOH MOXET cogepxaTtb 2-10 konuin MTAHK.
Konnn mMuTOoxoHOpuii B KOHKPETHOW KneTke MOoryT OblTb
nmMbo NAeHTUYHbI (romonnasma/ homoplasmy), nnéo npu-
CYTCTBYIOT B BUE HECKOJIbKMX BAPMAHTOB (reTeponnasma/
heteroplasmy). Y 300poBbix noaei B 60bLUNHCTBE TKaHen
KNeTKN MMeloT cnabo BblpaKeHHbIN YPOBEHb reTeponsia3mel
MUTOXOHAPWIA. [pn nccnefoBaHUM NENKOUUTOB, NOKa3aHo,
4YTO C BO3PacCTOM KOJIMYECTBEHHOE COAEPXaHMe KOMUiA M-
TOXOHOPWIA 0ObIYHO YBENNYMBAETCS; 3TO HEPEAKO BEAET K
YKOPOYEHMIO ANnHbI Tenomepsbl [3,16-18]. Y mutoxoHapwuin
BbisiBNieHO 6onee 1500 pa3nunyHbix 61KOB, KOTOPbLIE Pa3n-
4aloTCsa OT TKAHEBOW NPUHAONEXHOCTU KETOK. BonbLluvH-
cTBO 6eskoB (0k0J10 90%) KOAMPYIOTCH MUTOXOHOPMASIbHbI-
MW reHamMu, nokanmaoBaHHbIMU B saepHor AHK [13]. JTuwb
HEeBbONbLLOE KONMYECTBO 3TUX OENIKOB HECYT KaTaIM4YeCKYHO
OYHKUMIO; ABE TPeTu 3TUX GENKOB KOHTPONNPYKOT HEU3-
BECTHble OYHKUMN MUTOXOHOPUN. B MUTOXOHAPUAX MOTyT
npucyTcTBOBaTb 6€KM, NPOHMKAOLWME B 3TN OpraHes b
M3 LuMTONNa3Mbl KIIETOK X035MHA, YTO YBENn4nMBaeT pasme-
pbl MUTOXOHAPWAaNLHOro npoteoma [1, 3, 8, 17,19]. Hann4ne
myTauni B MTAHK 66110 o6HapyxeHo B 1988 roay. Hacnen-
CTBEHHbIE VNN NPUobpeTeHHble myTaumm B MTAHK (Toueu-
Hbl€, AeNleLn 1 BCTaBKK, Kak B FOMO-, Tak U reTeponiasmm-
yeckom ncnonHeHum) npomcxonat B 100-1000 pas vatue, 4em
B aaepHor AHK. BonblUMHCTBO HacneayeMbiX HapyLLEHWI B
MTOHK npoucxoguT y aeten mnagliero Bo3pacTta; 3Tu 13-
MEHEHUS NMo3aHee MOryT NMPOorpeccmpoBathb. Y Kaxaoro nu3
5000 B3pocnbix xuTtener BenukobpuTaHuM BbISBAAIOTCA
natonorunyeckmne mytauum MTOHK. MNpu nccneposaHum ny-
NMOBMHHOWM KPOBW HOBOPOXAEHHbIX 0OKAa3an10Ch, YTO KaX bl
13 ABYXCOT 06cnefoBaHHbIX nMeeT Ao 10 CxoxXux naTtorex-
HbIx MyTauuii B MTAHK [1, 3,16, 20, 21]. HK-nonnmepasa
MUTOXOHAPWUIA (PolG) nonHocTblo pasnuyaetcs ot OHK-
nonumepasbl KNeToyHoro sapa. NMommmo PolG, B MUTOXOH-
ApUAX MOryT NPUCYTCTBOBaTbL nonumepasbl (PrimPol, PolB,
Polz, PolH, PolQ) apepHOro nponcxoXaeHus, y4acTBytoLme
B NOTEHLMANbHbIX PENINKALMOHHBIX 1 BOCCTaHABANBAIOLLMX
MexaHnamax [19]. NosBunnck AaHHbIe, YTO HEKOTOPbIE TUMbI
rFMCTOHOB MOTYT BbITb OOHAPYXeHbI B MEMOPAHAX MUTOXOH-
OPUVIA, XOTS UX KONIMYECTBO MEHbLLE, YEM B KJIETOYHOM S4PE.
HekoTopble 6enky BbINOJIHAIOT B MUTOXOHAPUIA (DYHKLMN,
CX0XMe C 94ePHbIMU TMCTOHaMK, GOPMUPYS HEKOTOPbIN K-
BMBAJSIEHT XPOMATUHY KNETOYHOIrO sapa [22, 23].
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B dopmupoBaHnmM MUTOXOHAPMANIBHOrO reHoma byay-
wero pebeHka MTAHK oTua He yyacTByeT. Bce myTaunm
1 HapyLIeHNs1 B MUTOXOHAPUSX HACNeaylTCs OT MaTepu.
Mopo6bHas HacnegyemocTb MTOHK 1 BbICOKMIA ypPOBEHb
MyTaumMii MUTOXOHZPUANbHbIX FEHOB CNOCOBCTBOBANM ak-
KYMYNSLMN FreHeTUYECKMX BapMaHTOB BHYTPW ONpeaeneH-
HbIX MAQTEPUHCKMX INHUIA (U3BECTHbIE KaK ranaorpynnbl) B
reorpaduyeckm N30MPOBAHHbLIX MOMNYNALMSAX 4YenoBeKka
npyv APEBHENLLINX MUPALMUSX XEHCKOW MONIOBUHbI YeNo-
BedecTBa [3, 20, 24]. Hacnegyemble maTepbio MyTauuu
BO3HMKAIOT Cpean COTEH 1 Tbicay konuin MTAHK BHyTpu
KEHCKMX 3apoAbllIeBbIX KNeToK; Kaxaas HoBas MyTauums
NPUBOAUT K CMECU HOpMalbHbIX U MyTaHTHbIX MTOHK (re-
Teponnasma). [poTo-o0unTbl U/UAN OOLUUTBI, Hecylime
cepbe3Hble MyTaUNOHHbIE n3MeHeHus B MTAHK, o6bl4HO
CENEKTVBHO 3NMMUHUPYIOTCS A0, BOBPEMS UM BCKOPE NO-
cne depTunnsaumn. B pedynbrate B KIETKAX COXPaHAIOTCS
eOVHNYHbIE KOMUN U3MEHEHHbBIX MUTOXOHAPUA. BnoaHep-
reTMyeckne Bapuaumm B NOMNYNASUMOHHbLIX ranjaorpynnax,
MIMEIOT BaXXHOE 9BOJIIOLIMOHHOE 3HaYeHre s agantaunm
XMBbIX OPraHN3MOB K U3MEHSIOLLMMCS YCNIOBUSM Cpeabl
npoxwueaHus [3, 16, 19, 20].

AnureHeTuka MUTOXOHAPUN

dnureHeTnyeckme Wn3MEHeHUs NpencTaBnsioT Co-
60l1 HacnenyemMble UBMEHEHUS, HE CBA3aHHble C U3Me-
HEHWEM MOCNefOoBaTENbHOCTU HYKEOTMAOB B COCTaBe
OHK. SnumyTtaunm Bo3HukatoT B 100 pas yalle, 4yem re-
HETUYECKME MyTaLuM; OHM BO3HMKAIOT HA PaHHMX aTanax
pasBuTUS opraHmama u MoryT ObITb Kak CiyyarHble, Tak
1 OTBETOM Ha BO3eicTBue cneunduieckmx cpenoBbix
®aKTOPOB 1 areHToB. OMNUreHOMHbIE N3MEHEHUSI BO3HU-
KalT B pe3yfnbraTe KOBAJIEHTHOrO NPUCOeAVHEHUS pa3-
NINYHBIX XuMunyeckmnx rpynn Kk AHK, xpomaTtnHy, ruCToHO-
BbIM W Apyrum 6enkam. Hanbonee nayyeHHbIMu1 GUOXU-
MUYECKNMN MEXaHM3MaMU 3NUreHeTUYEeCKOro KOHTPONa
asnqaoTca OHK n ructoH-metunnpoBaHue, aueTunmpo-
BaHue, 6uoTuHUNMpoBaHune, dochopunmposarHune, AAD-
pnboaunupoBaHme U mMukpo PHK — uHTepdepeHuuns.
MuTOXOHOPUM AKTMBHO YYacCTBYIOT B pPeryiaMpoBaHuu
ANUreHeTnY4eCcKux Moandukaumn KneTo4Horo aaepHoro
mMaTepwuana, Mooynmpys 9KCrpeccuto pasanyHbiX reHoB
B OTBETEe Ha cTpecc, 3atparueas no 70% reHoB reHoma
yenoseka. [25, 26]. YMeHblUeHne unu yBennyeHne Konm-
4yeCcTBEeHHOro cogepxanHua konmn mTAHK BeneT K name-
HEHWNIO METUIMPOBAHUSA PSiAa FEHOB, JIOKAIM30BAHHbIX B
agpe knetok [27, 28]. Byaoyyn BaXHenNLWM NCTOYHUKOM
cybcTpaToB, kodakTopoB n depmeHToB (ATD, aueTun-
CoA, HA', S-afeHo3UNIMeTUOHUH, N3ouuTpaT Aernapo-
reHasa, CykuuHat germaporeHasa, uutpaT, OKCurntoTa-
part, dymapart, CyKumHat, 2-rmapoKCcuraTapar n gpyrue),
MUTOXOAPUN aKTUBHO Y4aCTBYIOT BO MHOIUX QMUreHEeTU-
yeckmx npoueccax yenoseka. Hanpumep, nospexaeHve
MUTOXOHOPUI MOXET CONPOBOXAATbCS CHUXEHMEM nyna
ob6pasyolerocs B TKaHIx S- afeHO3UIMETUOHMHA U, Kak
cnencTBue, U3MEHATb METUNMPOBAHME SAEPHOM0 reHo-
Ma. OT KonnyecTBa B KJ€TKax MUTOXOHAPUIA 3aBUCUT He
TONbKO CUHTE3 0bpasytouerocsa ATM, HO U cTeneHb akTu-
BaLMN XpomaTmHa npun GochopunnpoBaHnum, MeTUInNpPoO-
BaHMW 1 aueTunmpoBaHun. ObpaTtnmoe pochopunnpo-
BaHMe kMHa3amu n pocdaTtasamMu Bbi3blBaET pPa3fiNyHble
KOHMOPMaALMOHHbIE N3MEHEHUS B CTPYKTYpax rMCcTOHOB
1 opyrux 6enKoB, KOHEYHbIM PE3YNbTaTOM KOTOPbIX ABAS-
eTCsa aKkTUBauns Nnn Ae3akTuBaunus MHOrMx GepMeHTOB
[15]. YpoBeHb aueTuanpoBaHnsa rMCTOHOB PerynupyeTcs
KONMMYEeCTBOM B kJieTKe aLeTnn CoA, KoTophkli 06pasyeTtcs
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M3 umMTparta, CUHTE3NPYEMOro MUTOXoHApuaMnu. dyma-
paT, CyKUMHAT 1 gpyrne npoMexyToyHble NnpoaykTel TCA
LUMKa B MUTOXOHAPUSX PErynmpyloT SKCNPEeCcCcuo aaep-
HbIX FEHOB NMyTEeM BO3AENCTBUSA HA aKTUBHOCTb SH3MMOB,
Moandunumpylowmx rmctoHbl, AHK gemutrunasbl, nponaun
— rMapokcunasbel U gpyrve OMoKcureHasbl [25, 27-29].
MmetoTcsa ykadaHus, 4to B MTAHK Takxxe npoucxoasaT He-
KOTOpPbIE 3aNUreHETUYECKNE NBMEHEHMS (HanNpuMep, MeTU-
JIMPOBAHME UUTO3MHA) HE TOJbKO B KJIETKax MO3ra, nevyeHu
M MbllLL, , HO 1 B pakoBbix kneTtkax [30]. Ha noBepxHOCTU
Hapy>XHoON MemMOpaHbl MUTOXOHAPUIA OOHapyXMBakTCS
HekoTopble MIRNA, CMHTE3 KOTOPLIX CBA3bIBAIOT C S4ep-
HbIMW TeHaMW, HO Y4aCTBYIOLLMX B SKCNPECCUN MUTOXOH-
OpuanbHblX TEHOB, CBA3AHHbLIX C arnonTO30M, KJE€TOYHOM
nponndepaumnen n auddepeHuraumnein. 6 -27% miRNA,
MOryT NPUCYTCTBOBATb B MUTOXOHAPUAX yenoseka [31].
HekoTopble 13 HUX, Kak nonaratT, MOTyT SNUreHeTUYeCcKn
MOANDULMPOBATEL SKCNPECCUIO TakMX FEHOB, KOTOPbIE OT-
BETCTBEHHbI 3a cuHTe3 JHK-meTuntpaHchepas (DNMTT,
DNMT3A) 1 rucTtoH auetunas kak B S0epPHOWN, Tak U B
MutoxoHgpuansHon AOHK. MetuntpaHcdepaza DNMT1
cnocobHa TpaHCoUMPOBaTLCS B MUTOXOHOPUN COMaTU-
YECKUX M PaKOBbIX KJIETOK, N3MEHSIST 9KCMPECCUI0 rEeHOB
B MTAHK; B yCcnoBusax runokcum akTMBHOCTb MUTOXOHOPU-
anbHoii DNMT1 moxeT namensatbcs [27, 29, 30].

DYHKLUN MUTOXOHAPWUIA

Mcnonb3ys nocTtynatoLme 13 LMTonna3mMbl KNEToK pas-
HoobOpa3Hble cybcTpaThl U KO-(PakTopbl, MUTOXOHAPUN 06-
pasyloT 3HEPrunio 3a CHET OKUCNTENBHOro pochoprnmnpo-
BaHWs, OCYLLECTBAAIOT NPOTEKaHMe Luukia TPMKapOoHOBbIX
KMCIIOT, a TakXXe y4acTBYIOT B CMHTE3€ Pas/IMyHbIX aMUHO-
KVCIIOT, OpraHuM4eckux KWUCNOT, JNMNUAO0B, HYKNEOTUAOB,
rema, KnacTepoB cynbdaTta xenesa, cybcTaHumii, y4acTBy-
IOLLMX B @HTUOKCUAAHTHOW 3alLnTe, B PErYISLUN UMMYHN-
TeTa u anonto3a (Puc. 1) [1, 7, 8, 13, 16, 19, 21, 26, 28, 32,
33]. ObpaszyeMble MUTOXOHOPUSMU HNUIKOMONEKYNSPHbIE
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OMOaKTMBHbIE KOMIMOHEHTbI PEryNPYIOT 3aNMUreHeTUYEeCKUi,
MeTaboNN4YeCKnii, UMMYHHbI, TOPMOHAbHbIA 1 HEeWnpon-
CUXMYECKMIA roOMeocTas Yy 340pOBOro yenoseka. [1pu BO3-
HUKHOBEHUW NATOrEHHbIX MyTauuii, NPy NOBPEXOEHUN KNe-
TOK N TKAHEN MUTOXOHOPUN, NX GParMeHTbl, CTPYKTYPHbIE
KOMMOHEHTbI, METab0INTbI M CUTHAsbHbIE MOSIEKY/TbI B 3HA-
YUTENbHOM CTENEHW onpeaenstoT NaToPU3noornio u PUCK
MHoOrux 3abonesanuii [1, 3, 33].

BuosHepretnyeckas 4esTe/IbHOCTb MUTOXOHAPWNA. Me-
TabonM3npys rnoko3y 1 XUPHbIE KUCNOTbl MUTOXOHAPUN
reHepupyloT aHepreTnyeckne metabonutbl (AT®, NADH
" FADH2) 3a CYEeT OKUCNUTENbHOro GpochHopuInMpoBaHUs
(OXPHOS). BHyTpukneTo4yHoe copepxaHue ATD moxeT
[OCTUraTb MUIIMMOJISIPHBIX KOHUEHTpauun [Zorov et al.,
2014]. N3BecTHO 37 A8epHbIX U MUTOXOHAPUASIbHBIX re-
HOB, OTBETCTBEHHbIX 3a dyHKUMOHMpoBaHne OXPHOS-
komnnekca [34]. Ona cuHTe3a JHeprum MUTOXOHOPUU
HY>X[alTCs BO MHOMMX cybcTpaTax, ko-dakTtopax n gpep-
MeHTax, NOCTynalLWmx B OPraHn3m 13 nuLLeBbIX U MU-
KPOOHbIX UICTOYHUKOB. [ OMOSHEPreTMyeckor aearenb-
HOCTW MUTOXOHAPWM UCMNONb3YIOT TakxXke cybcTpaThl, Npo-
nyumpyemble B uukne Kpebeca. mtAHK kopupyeT 13 Hau-
6onee BaxHbix OXPHOS nonvnenTunoB, cpeau KOTopbIX
CceMb BXOAAT B nepeyeHb 45 nonnnentuaos OXPHOS kom-
nnekcal (ND1, 2, 3,4, 4L, 5 v 6); oanH n3 11 nonmnentnaos
komnnekca /Il (umtoxpom b); Tpy n3 13 nonmnenTuaoB KOM-
nnekca IV (COI-COIlll); ppa n3 15 nonmnentnaos KOMMek-
ca V (ATP6 n ATP8). DneKkTpOHbl NPOXOAAT Yepes 3/IEKTPOH
TPaHCNOPTHYIO Lenb, NIOKaJNM30BaHHYIO Ha BHYTPEHHEN
MUTOXOHOpWanbLHON MemMbpaHe, y4yacTBys B cCepum pe-
aKkuui  OKUCIIEHNSI/BOCCTAHOBIIEHUS; BbICBOOOXAEHUE
3HEPrMn Kaxabli pa3 naeT BO BHYTPEHHeEe MeMbpaHHoe
NPOCTPaHCTBO [3, 26, 32, 33]. Ha ocHoBe MTHK B 555 pun-
6ocomax kneTok TpaHckpubupytotcs mRNA, rRNA v tRNA,
y4yacTByloLLME B BMO3HEPreTUYECKON AEATENBHOCTUN. OTOT
NPOLECC Y MUTOXOHAPWUIA, Kak 1y 6akTepuii, HYyBCTBUTENEH
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KneTok maekonutarowmx [33, 34].
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K BO3AENCTBUIO XJlopaM@eHnkona, TeTpaumkamHa n ammn-
HOTNIMKO3NAHbLIX aHTUONOTUKOB [3, 6].

BuocuHTeTMYECKMVI NOTEeHUMas MUTOXOHAPWUA. TToMun-
MO CUHTE3a 9HEePrum MUTOXOHAPUN aKTUBHO y4acCTBYIOT B
OMOCUHTETMYECKNX MPOLLECCAX, CBA3AHHbBIX C NONMNENTUA-
HbIM, @MUHOKMCIOTHBIM 1 XNUPOBbLIM KaTabonnamom, pop-
MWUPOBaHMEM U METAB0NIN3MOM MOYEBUHbI, OPraHNYeCKNX
KUCNOT, B BMOCUHTE3E remMa, HykieoTMaoB, CTEPOUAOB,
KapAMoNunuHa, yOUxXnHoHa, pasnnyHbiXx METabOoNUTOB U
CUrHasbHbIX MOSIEKY. MUTOXOHAPUM DYHKLMOHUPYIOT Kak
nnatdpopma ona reHepaLmm NPocTbIX (CoaepXallmx oanH
aToOM yrnepona) 1 CNoXxHbIX (CoaepXalmx ABa NN YeTbl-
pe atomMa yrnepoja) yrnepoaconepXxatimx npoaykToB Ha
OCHOBE XVPHbIX KUCNOT, NMpyBaTta, aueTaTa, o-KeToro-
TapaTta u MHOIMMX aMUHOKUCIIOT, CNOCOOHbIX KaK IOKasibHO,
Tak U CMCTEMHO BbI3blBaTb pa3HoobpasHblie Guonoruye-
ckne apdekTel. Hanpmumep, BHYTPUKAETOYHbIN FOTaMUH
LIMPOKO ncnonbadyetcsa B uukie Kpebca B kayecTse cyb-
cTpata. B mutoxoHapusax nopn OencTBUMEM rTaMUHA3bI
9Ta aMMHOKMCNOTA NpeBpaLlaeTca B raoTamar, KOTOPbI
3aTeM 4yepe3 cepuio BUOXMMUYECKMX peakuuii npespa-
LaeTcs B a-KeTornoTapar, yyacTsyowmin B unkne Kpeb-
ca. Npu okncnutensHoM MeTabonuame a-keToraTapar
reHepupyeT AT® 1 pasnuyHble yrinepoaconepxatimne co-
eavHeHns. [NITaMuH ABNSETCS TakKe BaXXHbIM UCTOYHU-
KOM a30Ta Npu OMOCUHTE3E MYPUHOB, MTUPUMUANHOB, NAD,
acnaparuHa v rmokodamuHa [33]. MutoxoHapum ncnosnb-
3YI0T CEepPVIH, MITaMVH, acnaparuH, MuWLnMH, METUOHUH Y
OeTaunH B Ka4eCTBE UCTOYHMKA yrnepoaa A1 CUHTEe3a Ln-
TpaTa, okcanartaueTtaTa, dopmarta, auetmnn-CoA, NAD, ¢po-
narta, nypuHa, TMMMauHa, rnokKo3amMmuHa 1 opyrux coegm-
HeHul [33]. AcnapTaT, nocTynaioLleii B opraHmam nmbo n3
MULLEBBLIX MICTOYHMKOB 1NN GOPMUPYETCH B MUTOXOHAPUSX
B pe3yfnbraTte TPaHCMUHA3HONM peakumm okcanoauerara,
TakXe y4yacTBYeT B 6E/IKOBOM U B HYKJIEOTUOHOM CUHTE-
3e. ddpdeKkT acnaprtarta v rnTaMmaTa B MUTOXOHAPUSX Ha
3TOT MeTabonmam nonspHo npotmeononoxeH [35]. Mpwu
NOBPEXAEHNE KJIETOK, BbI3BAHHbIX PA3/IN4HbIMU CTPECCO-
BbIMU areHTamu 1 pakTopamm, NponcxoamnT BelcBOGOX ae-
HVE B MEXKJIETOYHOE NPOCTPAHCTBO, a 3aTEM B KPOBSHOE
pyc/i0 MUTOXOHAPUANbHbLIX NOAMNENTMAO0B, dparMeHTOB
MTAOHK, kapanonunuHa, gpyrmx NnpoaykToB pacrnaga Mu-
TOXOHAPWIA, ONUCAHHbIE KakK MONEKYNAPHbIE KOMMOHEHTbI,
CBSI3aHHble C MOBpexAeHneM aTux opraHenn (DAMPs) [3].

MuToXOHAPWMM KaK UCTOYHUK CBOOOAHbIX paankasios. B
npoLecce OKUCANTENbHOro GochOopuUnMpPoBaHna B MUTO-
XOHIPUSIX MPOUCXOOMUT SHO0rEHHAs NPOAYKUMSA CBOOOAHbBIX
OKNCNTENbHbIX paankanos (ROS), nrparowmx Ba>KHenLwyo
ponb B GM3N0ON0rum 1 Natonornm Yyenoseka (B KJeTOHHOW
nponudepaunun, anddbepeHumaunm, MurpaLmm, ctTapeHnn
KNeToK 1 nux rmbenu, peanusaumm UMMYHHOrO OTBeTa). B
cocTaB MuToxoHApuanbHbix ROS BXOAAT aHMOHHbLIN pagn-
kan (0%-), rmgpookcunbHblii paaukan (-OH), Hepaaukanb-
Hble OKcUaaHTkl (nepeknck Boaopoaa (H,0,), CUHMMETHbIN
kucnopogn, ('0?), a Takxe okcung asota (NO), NepOKCUHUTPUT,
IMNUAHbIE TMAPONEPOKCUAbI, aNKOKCUA paankan, nepok-
cun paaukan-OOH, cynedar paamkan —-SO, n apyrue. B
GN3NONOrMyecknx ycrnoBuaX rFeHepaums 1 paspylleHue
ROS B MUTOXOHAPUSAX HAXOOUTCH NMOA, CTPOrMM KOHTPOAEM
C MCMNOJIb30BAHNEM 3H3UMATUYECKMNX N HESH3UMATUYECKUX
peakumin. PaznuyHble CynepokCuAHble AMCMYTasbl Mie-
konuTaowmx (Cu- n/vnn ZnSOD n MnSOD, nokann3oBaH-
Hble B MUTOXOHAPUASIbHOM MeXMeMbpaHHOM MpPOCTpaH-
cTBe 1 marpukce, n Cu-u/vnn Zn SOD, nokanu3oBaHHbIE
B LMTOMIA3MaTM4YECKOM MPOCTPAHCTBE KJIETKM) CMOCOOHbI
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OKUCNATb CYNepokcuabl B MEHEee pPeakTOreHHylo nepe-
KUCb KUCNOPOAa, KOTOPYIO MyTaTMOH Nepokcuaasa 3aTtemM
npeBpawlaeT B MOJIEKY/bl BOAbI. M36bITOYHAA NPOAyKLUS
CcBOOOHbIX PAAMKaNIOB UHAYLIMPYET CTPYKTYPHbIE N DYHK-
LIMOHAJIbHbIE KJIETOYHBIE U3MEHEHMS, MOBPEXAEHNS MEM-
OpaH, MUTOXOHOPWIA, BENKOB, HYKNENHOBBIX KUCNOT Y PUCK
VHCYJbTa, aTepockneposa, HelpoaereHepaTuBHbIX 3ab60-
neBaHuii, anaberta, paka, PeBMaTtoMagHOro apTpuTa, ycko-
PEHHOro CTapeHnsa 1 Apyrux natonornin. AKTmeaumus Npo-
HULAEMOCTUN MUTOXOHAPUASIbHbLIX KaHanoB (mPTP) urpaet
Ba>XHYIO POJib B NOAAEPXAHUN 1 PA3BUTUN OKUCIUTENTIbHOIO
cTpecca, Nockosibky ycunmeaeT BbicBoboxaeHMe ROS [3,
19, 26, 36].

MuToxoHAPUN KaKk UCTOYHUK CUMHAJbHbIX MOJEKyd. Y
3[0POBbIX KNIETOK MeXAy MUTOXOHAPUAMU N AAEPHBIM re-
HOMOM CYLLECTBYET NOCTOSHHOE [ABYCTOPOHHEE CUrHalslb-
HOe WHPOPMALMOHHOE B3aMMOAENCTBME. ALEPHbIE MeHbl
perynupytoT B KJieTkax 6ruoreHe3 MUTOXOHOPUIA, UX KO-
YeCTBEHHOE coaepXaHue U QYHKLMOHANbHY akKTUBHOCTb.
Momumo 6uoreHesa aaepHble reHbl KOHTPONMVPYIOT TakXe
npoueccol aytodarum n mutodarnn. ledekTHble MUTOXOH-
AP MHAYUMPYIOT MuTodarmio 3a CHeT AenonMpusaumm
MeMObpaH 1 BKOYEHNS kackaga peakuuii dochopunmpo-
BaHUS N YOUKBUTUIMPOBAHUS MUTOXOHAPUANbHbLIX OENKOB,
4TO COMPOBOXAAETCA YMEHbLUEHVMEM CUHTE3a JHEepruu.
MuTOXOHAPUM ABNSIOTCS aKTUBHBIMWU YyHaCTHMKAMU MeTa-
605M4EeCKOro penporpaMMrUpoOBaHns He TOJIbKO OTAENb-
HbIX, HO 1 BCEX KNETOK opraHn3ma xo3ssuHa [13, 37].

MuToxoHapuM 1 nx ydactme B roMeocTase KasibLusl.
MUTOXOHAPUM UTPAIOT BaXHYO POJib B NOAepXaHUn Oyd-
depHOM eMKOCTM MOHOB (NpeXae BCero, MOHOB KanbLus)
B UMTONNa3mMe KJIETOK B CUJy Ux B/IM3KON nokanusaumm K
KanbLMeBbIM KaHanam. 3apsiXeHHbIE€ NOHbI KanbLus, He-
0b6xoauMbl Ans paboTbl MHOMMX BHYTPEHHUX CUMHANbHbIX
nyTen. Tak, Hanpumep, kKanbUuii TpebyeTcsa A5 akTUBaLLNM
nupyBeaT-, o-KeTornTapar-, U30ouUTpaT-AernaporeHas,
Yy4acTBYOLLMX B KNIETOYHOW npoaykummn ATD. Y 300p0BbIX
KJNIeTOK KOHLEHTpauus LUMTOnIa3mMaTuyeckoro KanbLma
B MuTOoxoHapusax gocturaet go 0,1uM. CHuxeHne ypoB-
Hs1 MoHOB Ca?' nopasnsieT akTUBHOCTb MHOTMX 3H3MMOB,
yyacTByloLWMX, Hanpumep, B TCA uunkne. Kanbunin Takxe
VHrMOnpyeT B3aMMOAENCTBUE U OBUXEHNE MUTOXOHAPWUIA
BLLOJIb MUKPOTPYOoUek kneTok [3, 19].

NIMMyHHbIE 3 DEKTbl  MUTOXOHAPUK. Pa3nunyHble
KOMMOHEHTbl  MutoxoHapun  (MTAHK, N-dopmun-me-
TUOHMHOBbIE 6enku, nonuvnenTuapl, umtoxpom C, ATD,
kapguonunuH, ROS n ppyrue), nokannM3oBaHHbIE Ha MO-
BEPXHOCTU WJIN CEKPETUPYEMbIE BO BHEKJIETOYHbLIA Ma-
TPUKC, BbICTYNass B KayeCTBE WMMYHOCTUMYNSITOPOB,
MOryT aKTMBMPOBATb AEHOPUTHbIE KNETKN N Makpodaru.
MTOHK »n gpyrne KOMMOHEHTbl MUTOXOHApPUA (DAMPS),
NPUCYTCTBYIOLME BO BHEKIETOYHOM TMPOCTPAHCTBE U
B1ONOrMYecKUX XNOKOCTAX OpraHn3Ma Xo3smHa, Hepeako
VHOYLUMPYIOT NOKaNlbHble UM CUCTEMHbIE MPOBOCMANN-
TeNbHble NPOLLEeCChl. OTO NOATBEPXAAETCHA NOABIEHNEM B
CbIBOPOTKE KPOBU aHTUMUTOXOHAPUANbHbIX aHTUTEN (Ha-
npuMep, aHTUKapPANOANNNHA, aHTUCEPKO3NH Aernapore-
Ha3bl); NOA06HbIE aHTUTENA HEPEOKO OOHApPYXMBAOTCH Y
B60NbHbIX C TSXEenbIMM GopMamMn cerncmca u Nnpu ayToum-
MYHHbIX 3aboneBanHusax [3, 38, 39]. MutoxoHapuum crno-
COOHbI MHMLUMPOBATb BO3HUWKHOBEHME WH)IAMMaCcOoM,
aKTMBMpPOBaTb kacnasy-1, obneryaoLlyio CEKPeLVo Npo-
BOCMANMUTENbHbIX UMTOKNHOB IL-1, IL-18 1 gpyrmux Bocnanm-
TenbHbIX MeagmnaTopoB. HekoTopblie nccneposatenn [40]
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paccmaTtpuBatoT MTOHK n ROS, BbicBOOOXOaeMble 30-
3MHOMUNaMU, Kak KJIlO4EBbIE KOMMOHEHTbI BPOXAEHHOIro
VIMMYHHOIO OTBETA, OTBETCTBEHHOIO 32 aHTUMUKPOOHYIO
3aLlLNTy X039mnHa. B cniyyae cepbe3HbIX NOBPEXAEHUN NpU
BbICBOOOXAEHNN MACCUBHBIX KOJIMYECTB MUTOXOHAPUIA
nanm nx DAMPS oTmeyeHa WHAOYKUUS aKkTUBaLUM MOHO-
LUNTOB, HENTPOGUNOB U MHONAMMaCOM, Yy4acTBYIOLLMX
B BOCnanuTenbHblx nopoueccax [3, 39]. MutoxoHgpuun
MOryT TakXe BbICTYNaTb B KQYE€CTBE MULUEHEN naToreH-
Hbix 6akTepuii (TokcuHbl A n B, o6pasyemblie C. difficile,
NHEBMOJIN3MH, CUHTE3NPYEMbIN S. pneumonia, vac-6enok
Helicobacter pylori, MembpaHHble 6eNkn aHTeponaToreH-
HbIX KMLLEYHbIX nanoyek n gpyrue) [1, 16]. Oucperynaums
MUTOXOHOPUANbHBIX QYHKLWIA, 00yCnoBneHHas Mmoandun-
Kauuen yncna Konmn MUTOXOHOAPUN, HAPYLLAET CTPYKTYPY
KMLLIEYHOrO MUKPOOMOLLEHO3a, 1 No3BoNsSeT bakTepuasib-
HbIM @HTUreHam TPaHCAOLMPOBATbCS B 3nUTENnasbHble
KNETKM U CTUMYIMPOBAaTb MMMYHHbI OTBET. OCO6EHHO
4YeTKO MPOC/IEXEHO B3aMMOOTHOLLIEHNE MUTOXOHAPWUIA CO
cneundunyecknmMm CoCTaBoOM KULLIEYHOUW MUKPOOUOTLI Npu
BO3HMKHOBEHUM NONUMOPOHLIX MyTaumin B MTOHK B reHax
ND5, CYTB v D-Loop obnactu [7].

MuToxoHapun Kak perynsaTopbl anornto3a KJeToK Mie-
konutaowmx. HekoTopble OGakTepuanbHble O6enku, MOo-
ryt MHOyuMpoBaTb 06pa30oBaHME Yy MUTOXOHOPWA MpPO-
anonTtoTuyeckux @akTopoB (uutoxpom C unm 6enku,
noepexaanume MUTOXOHAPUANbHbIN MeMOpaHHbIA MNo-
TeHuuan (DCm) [41]. TokcuHbl Listeria monocytogenes,
Clostridium perfringens van NHEBMOMAN3NH MHBMOKOKKOB
BbI3bIBAIOT MOANMUKALMIO TMCTOHOB (Hanpumep, nedoc-
dopunmpoBaHme rmctoHa H3 un peauetunnuposaHue ru-
CTOHa H4), 4TO CHMXaeT TPaHCKPUMLWUOHHYIO aKTUBHOCTb
MUTOXOHOPUANbHBIX FEHOB B UMMYHHbIX KneTkax [42].

Metabonomuka mMuToxXoHAPUIA. KomMnnekcHoe usyde-
HVEe 3KCMepUMEeHTasbHbIX Mbllel, KOTopbIM Oblna nepe-
naHa MTOHK oT xunBoTHbIX NHUKM NZB/OlaHsd v apepHas
OHK oT XnBoTHbIX nuHun C57BL6, nokasano, 4To cdop-
MWPOBABLUNNCSH KOMOUHNPOBAHHbIM ranaoTun rubpuaHbIxX
MbILLE MEHSAN Y HUX MUTOXOHAPUANbHbIA NPOTEOCTa3unC,
yBENNYMBAN reHepauuio CynepoKCUOHbIX pPagukanos,
NPOAYKUMIO VHCYNMHA, Bbl3blBas OXUPEHUE, YKOPOYeHue
TenoMep 1 cokpatlian NPoaoSIKUTENbHOCTb XU3HWN XUBOT-
HbIX MO CPABHEHUIO C UCXOOHbIMU NUHUAMK [43].

dyHkumoHanbHoe n MeTabosimyeckoe B3anuModeli-
CTBUE MUTOXOHAPUIA M CUMOUOTUHECKON MUKDPOOUOTHI.
MHoroo6pasve adpdeKToB, Bbl3blIBAEMbIX MUTOXOHAPUS-
MU N CUMONOTUYECKUMU MUKPOOPraHM3MamMmn, NOoCayXun-
JIN OCHOBAHMEM paccMaTpuBaTb «MUTOOUOTY» U «MUKPO-
O1OTYy» KaK efVHYI0 OBYXCTOPOHHIO (YHKLMOHABbHYIO
CTPYKTYPY, PErYANPYIOLLYI0 FOMEOCTa3 opraHm3ama xo3s-
MHa Yyepe3 OMoaHepreTnyeckme, anureHeTnyeckme, me-
Tabonnyeckne, 9HAOKPUHHbLIE, MUMMYHHbIE WU HEenpo-ry-
MopasnbHble CBA3W. byayyn pesynstatomMm OpeBHENLero
9HA0CUMOMO3a 3YKAPUOTUHECKUX KINETOK, MUTOXOHAPUN
1 6aKkTepum COXPaHWIM MHOTME CXOXNEe XapakTepucTUKU
[1, 39, 44]. bakTepunanbHble 1 MUTOXOHOPWNAJIbHbIE MEM-
OpaHbl MOTryT NoABEPraTtbCs PaspyLUeHU0 CXOXUMU ay-
TodaranbHbIMU CUCTEMaMU; PUOOCOMbI MUTOXOHZAPUIA 1
OakTepuin bonee cxoxun mexay coboi, 4em c pubocomamm
9YKapUOTUYECKNX KNETOK; OHM BO MHOIOM COBMaatoT Mo
YYBCTBUTENBHOCTU K pAgy OakTepuuuaHbiX aHTUOMOTU-
KOB; HEKOTOopble bakTepuasibHble 6enkn MOryT NPOHMKaTb
B MUTOXOHOPUM N HEKOTOPOE BPEMS COCYLLECTBOBaTb B
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HUX. Bruonornyeckn akTUBHbIE HU3KOMOJEKYSIPHbIE CO-
eanHeHns, obpasyemMble NpPencTaBUTENs MU CUMOUNOTU-
4eCcKor MUKPOBUOTBI N KIETOYHBIMU MUTOXOHOPUAMMU,
MOTryT B3aUMOAENCTBOBATb CO CXOXMMU KITETOUYHbIMU pe-
LenTopamMun pasnnyHbiX TkKaHen. bakTepuanbHble 1 MUTO-
xoHgpunanbHble IHK MoryT Bkto4aTbLCH B SAEPHbIA FEHOM
x03aumHa. M3bblToyHasa npoaykums ROS MUTOXOHAPUSMMU
cnocobHa BMeLWnBaTbCs B CTPYKTYPY MUKPOOMOLIEHO30B
KMLLIEYHMKA 1 MOBPEXAATb LEeNOCTHOCTb SNUTENNanbHOro
6apbepa NULLEBAPUTENBLHOIO TpakTa. MHorne Bo3Hukato-
LMe B OPraHM3Me YenoBeka CTPECChI, CBA3aHHbIE C runep-
npoaykumen cBoboOHbIX paankasoB, BOCHANIEHNEM WUn
MeTaboNIMYeckMMM HapyLLeHUSIMU Hepeako SABASATCS
pe3ynsTaTOM COBMECTHbIX 3D PEKTOB MUTOXOHAPUA N MU-
KpobuoThl [5, 39, 44, 45]. Perynauma MUTOXOHAPUASbHbIX
bYHKUMIA B PA3ANYHBIX TKAHAX MPOUCXOANT HE TOMbKO 3a
CYET 3KCMPECCUN SAEPHBIX FTEHOB MUTOOMOTLI, HO 1 NOA-
OEepXMBaeTCs 3a CYET OOMNONHUTENbHOIO NOCTYMNEHUS B
MWUTOXOHOPUN TEeHeTUYecKon uHdopmaumern M3 MUkpo-
reHoma, NPUCYTCTBYIOLLLErO HA KOXE U Pa3JINYHbIX CIN3N-
CTbIX YyenoBeka. MMTOXoHAPUN 1 CUMONOTUYECKAS MUKPO-
61oTa COBMECTHO Y4acCTBYIOT B CUHTE3E SHEPTUN 1 anure-
HeTMYeckol Mmoandukaumm MMKPOOHOro, AAEPHOro 1 Mn-
TOXOHAPUANBHOro reHoma 3a cyeT meTunnposanusa OHK,
MOLENMPOBaHUM XpomMaTuHa n akcnpeccun MukpoPHK.
MuTo61OTY U MUKPOOMOTY B NMOCNeaHee BPeEMS paccma-
TPUBAIOT HE TOJIbKO KakK €AVHbIN «OpraH», OTBETCTBEHHbIN
3a 9HepreTnyecknin MeTabosm3am YenoBeka, HO U Kak 1c-
TOYHMK OONbLIMHCTBO 3HOOreHHO obpasylowmxca dep-
MeHTOB, cybcTpaToB, KODAKTOPOB W PErynsTopos, yya-
CTBYIOLLNX B 3MUrEHETUHECKMX NMPOoLEeccax MUTOXOHAPWUNA,
KJIETOYHOrO XPOMATMHA, CUMBUOTUYECKNX N NMATOrEHHbIX
MuKpoopraHmamos [29, 46]. ViccnepoBaHus Mnkpoobumo-
Tbl 1 PH BarnHanbHOro coAepXrmMoro eesponenckmx (6e-
nblX), a3naTCkux, adprKaHCKMUX U NaTUHOAMEPUKAHCKNX
XEHLWMH, nmelowmx MTOHK, npuvHagnexaliyio pasnmy-
HbIM MUTOXOHAPUANbHLIM ranjorpynnam, nokasanu, 4To
MUKPOOMOTa MX MOJSIOBOrO TpakTa 3aMeTHO pasnunyanachb
rno ceoemy cocTtaBy [24, 47]. ConocTtaBnenne mtAHK ra-
nnorpynn xutenen CLUA n nuu, 3THAYECKM CUHMTAOLLMX
cebs anoHuamu, nokasasno, 4To UX KMLeyHas MuKpobunoTa
rno cBOe MUKPOBHOKN CTPYKTYpe oTHOCcMNach K 1-My aHTe-
potuny [24]. NMpencTaBneHHble pe3ynbTaThl yoeamTensHo
CBUAETENLCTBYIOT O KOPPENSLUM COCTaBa BarMHalbHOM 1
KNLLIEYHON MUKPOBUOTBI C BOSHUKHOBEHNEM APEBHENLLINX
reHeTn4yeckmnx BapuaHToB xo3amnckmx MTOHK (rannorpynn
M HYKNTEOTUAHBIX TOAMMOPGU3MOB) B reorpadmnyeckm n3o-
JINPOBaHHbIX NONyNAUMAX (PaCOBbIX/3THNYECKMX) YENOBE-
ka. OgHaKko B3aMMOCBSA3b MUTOXOHAPWASbHbIX Fanorpynn
1 MUKPOBUMOTbI KULLIEYHMKA HE BCErga YeTko NpocnexmBa-
eTtcq. Tak 0ka3anochk, y AeTer 1 B3POC/bIX, MPOXMBAIOLLMX
B CENbCKOM MecTHOCTU B BeHecyane, Manasun nnm CLUA,
COCTaB KMLLEYHOM MUKPOOMOTLI Oblsl CBSAI3aH HE TOJIbKO C
pPacoBOM N 9THNYECKOM NPUHAANEXHOCTbLIO, HO 1 3aBUCEN
OT ANETbl, MECTa POXAEHUS U CTPaHbl NPOXUBaHUSA [24].
HekoTopble MUTOXOHAPWMANbHbBIE HAPYLUEHUS YacTO acco-
LLUNPYIOT C MOBbILLIEHHBIM YPOBHEM MHPEKLIMOHHbIX OaKTe-
pranbHbix nHGekunin [7, 39, 48]. Ana GyHKUMOHUPOBAHUS
MUTOXOHOPUIA 0COBEHHO BaXXHbLIM SIBNSIETCH CNOCOBHOCTb
MNKPOOBMOTbI 06Pa30BbLIBATL TakMe KiltoYeBble MUKPOOHbIE
MeTaboNnThbl, Kak KOPOTKOLENOYEYHbIe XUPHbIE KUCOTbI
(KLUXKK), naktat, ypOJUTUHbLI, CEPOBOAOPOL, BTOPUYHbIE
XEeNyHble KMcnoTbl. AueTta crnocobHa mMoanduuupoBaTb
MUTOXOHAPWanbHble QYHKUMNW; APU STOM ANETUHeckue
M3MEHEHUVS B 3HAYUTENbHOM CTEeNeHn ONpeaensoTcs Ka-
4eCTBOM N pa3HOObpa3nemM KnevyHom MMKPOBMOTbI X035 -
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vHa [39, 45, 49]. Cpean KLXXK ana 6uosHepreTmyeckomn
0EeATeNnbHOCTU MUTOXOHAPUA 0COBYI 3HAYMMOCTb MMEET
MacnsHasa kmcnoTta, obpasylowasaca B pesynsrate dep-
MEHTALUVM HEMEPEBAPMBAEMbIX MULLEBBIX BOJIOKOH (LLEo-
11034, B-rniokaH, KCunaH, MaHHaHbl, MEKTUHbI, OIMrocaxapu-
abl) npencrtasutenammn pogos Clostridium, Butyriovibrio v
opyrumn. BytupaT 0COGEHHO BaxeH O CUHTEe3a SHepruv
B MUTOXOHOPUAX KOMOHOUMTOB. [OBbILLEHNE CcOoaepXaHus
B MULLLEEBAPUTENBHOM TPakTe, B MEPBYIO OoYepenb, HEKOTO-
pbIX BUAOB KJOCTPUONKA, YBENNYMBAET MOBLILLIEHHYIO MPO-
aykumio KLKK, 4to genaet nx noteHunanbHO TOKCUYHBIMIA
B OTHOLLIEHUN MUTOXOHApWA [44, 50]. C opyron CTOPOHbI,
MUKpoOHble KLIXKK cnocobHbl akTuBupoBatb AMP-kuHa3y,
y4yacTBylOLLYylD B MuUTOXoHApuoreHese [39]. YponuTuHbl
(dibenzo[b,d)pyran-6-one gepvearhbl), NPOAyLMPYEMbIE NAK-
Tobaumnnamu, 6udunaodbaktepusmm [49], a Takxe opyrumm
KnwweyHbiMu B6akTepusamu (Gordonibacter urolithinfaciens, G.
pamelaeae) [51] N3 annarMHOBOM KUCAOThI N 3nnarnTaHHm-
HOB, MPUCYTCTBYIOLLMX B OnpeneneHHbIX GpykTax, arogax v
opexax, 0ka3blBalT HA OpraHn3am 61aronpuUsaTHbLIE NMPOTUBO-
BOCMa/INTENbHbIE, aHTUKAHLLEPOreHHbIe, Kapamno- U HEMpPO-
NPOTEKTUBHbIE 3D DEKTLI MyTEM CTAbUNIM3aLMn CTPYKTYPbI,
OMO3HEPTreTUHECKON U BUOCUMHTETUYECKON GYHKLMIA MU-
TOoXoHapun [49]. ByTupar n yponnTuHbl, Npoayunpyemble
MUKPOBUOTOM, NPUHNUMAIOT aKTUBHOE y4YacTue B MeTabonna-
Me jlakTarta 1 ceposoaopoaa (H,S) 1 cHUXaloT Tokcuieckme
addekTbl 3HOOTOKCUHA Ha MUTOXOHOPWUWU. [lOBbILLEHHbIE
KOHLEHTpaumn H,S nHrmbrpyioT uMtoxpoMokcuaasy, Sens-
IOLLENCS BaXHbIM YYaCTHUKOM PECMUPATOPHON 3NEKTPOH-
HOW LLenoYKy MUTOXOHAPWI. HanpoTuB, CHUXEHWE B KJ1IeTKax
ypoBHel H,S NoBbILaeT akTMBHOCTb MUTOXOHAPUIA. 3TV AaH-
Hble CBUAETENIbCTBYIOT, HTO MUKPOOMOTA MOXET HaNpPsaMYHO
perynMpoBaTtb OKUCUTESNIbHOE (GOoChHOopUINpoBaHne B KO-
noHoumTax kuweyHuka [39, 45]. B3aMMOOTHOLLEHUS MUTO-
O1OTbl U MUKPOOMOTBI MOXET OKa3bIBaTb BblPaXKEHHOE BINSI-
HMe Ha TepaneBTUYEeCKNE N NOBOYHbIE 9D DEKTEI HEKOTOPbIX
NleKapCTBEHHbIX NpenapaToB. B kauecTse npumepa, MOXHO
NpPUBECTU METHOPMUH (BUryaHna), LUIMPOKO MPUMEHSEMBIN
npuv nevyeHun caxapHoro guabeta 2-ro tmna. MethopmuH
ynyyluaeT coaepXaHue rioko3bl B KPOBM AMabETUHECKUX
6onbHbIX. OKasanocb, Y4TO MO3UTUBHbIE 3(PHEKTbI ITOro
npenapara peanuadyloTcs TOMbKO MNpW NpeaBapuTesibHOM
B3aMMOAENCTBUN METHOPMUNHA C KULLEYHON MUKPOBNOTOMN.
JNeveHne MeTpOPMNHOM B TeYEHUE 2-4-X MECSLIEB YBENNYU-
BaJIO B KMLLIEYHOW MUKPOBUoTe Bifidobacterium adolescentis
n Akkermansia muciniphila. TpaHcnnaHTaums dexkanvin, B3s-
TbIX OT MbILLEN HAKaHYHEe N NOCcse 4-X MECALLEB Ha3HAYEHUSA
MeThOPMUHA, 6E3MNKPOOHBLIM MbILLIaM 61aronpUSTHO BAN-
sna Ha coaepXaHue rMioKo3bl B KPOBU XXMBOTHbIX, MHOKYSIM-
POBaHHbIX GeKaANMAMU AOHOPCKUX Mblleir. OCHOBbIBAsICb HA
3TUX OaHHbIX, ObINO caenaHo 3aksoyeHne [52, 53], 4To Kn-
LeyHas MUKPoBKrOoTa perynvpyeT TepanesTuyieckme apoek-
Tbl MET(OPMUHA HE TOMBKO Y BOJIbHBIX, CTPaAAoLLMX caxap-
HbIM anabeTom, HO 1 BOnbHbIX C pakoM. PaHee cumTanocs,
4YTO BUryaHUANHBLI B MUTOXOHOPUSIX HAMPSAMYIO UHIMOUPYIOT
komnnekc | B OXPHOS, nameHsitoT okucnutensHoe dpocdo-
punupoBaHue, cHuxkalT cuHted AT®, ROS un nosbiwaloT
yposeHb NADH. Takium 06pa3om, MutoburoTa u MmkpoburoTa,
TaKXe Kak 1 X HU3KOMOJEKYNAPHbIE KOMMOHEHTbI MOFyT CO-
BMECTHO y4aCTBOBaTb B Peryisaumm MHOMMX OKUCUTENbHbIX,
BOCMaINTENbHBLIX MPOLLECCOB, B Nponndepalmm 1 anontose
300pPO0BbIX M 60IbHBIX KNETOok [36].

®akTopbl U areHTbl, BbI3bIBAIOLUNE QYHKLIMOHASIbHbIE
Y MYTaLMOHHbIE HapyLLEHUS MUTOXOHAPWIA. Y YenoBeka B
€CTEeCTBEHHbIX YCIOBUSIX B MPOLLECCE AyNaNKaLMmn 1 pekom-
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OuHauny MTOHK MOryT nponcxoauTb pasnnyHble To4eYHble
nonuMmop®unamsl, aeneunu, nob6aBneHUs UM NepecTaHoB-
KW B reHeTu4eckomMm matepuane. MutoxoHapum n nx mtHK
He SIBNSFI0TCS MOIHOCTbIO aBTOHOMHbLIMU CTPYKTYPaMu Kie-
TOK. OHU (YHKUMOHMPYIOT B OOJbLUMHCTBE Clly4YaeB Kak
KONNEKTMBHAsA CTPYKTYypa, MOCTOSIHHO y4aCcTBYHOLLLASA B NPO-
Leccax pasgeneHms n o6beAMHEHNS CBOUX FeHEeTUYECKMX
npoaykToB 1 GyHKuni [3]. MNpu GU3nyecknx, XMMmMHeCcKmx,
OMONOrMYecKnX U MNCUXMYECKUX CTpeccax MoTpebHOoCTn
KNIETOK B SHEPrnn Pe3ko yBENIMYMBAKOTCS, YTO MPUBOAUT K
MOBBLILLEHVNIO MHOMMX WHAYLMPOBAHHbLIX CTPECCOM 3Hep-
ro3aBMCUMbIX NPOLECCOB. MUTOXOHAPUM O4YEHb YYBCTBU-
TeNbHbl K BO3AENCTBUIO 9HO0MEHHbIX M 3K30r€HHbIX CTPec-
CcOBbIX pakTopoB 1 areHToB [50]. AucbanaHc NOCTynaeHns
B XXEHCKWNI OPraHn3M MHOIOYUCEHHbIX HYTPUEHTOB, Ae-
dUUNT B OpraHmMame aHeprum, cybcTpaToB 1 Ko-$akTopos.,
MOBbILLUEHHAsA aKKYMYNAUNS OPraHMYeCcKnx KMCIoT MOXeT
HapywaTb OYHKUNOHMPOBAHUE KIETOYHBIX MUTOXOHOPUNA.
Hanpumep, L-aueTunkapHUTUH MOXET NO3UTUBHO U He-
raTMBHO MOTEHLMPOBATL HEKOTOPbIE ACMEeKTbl (YHKLMO-
HUpPOBaHUa MutoxoHapun [3, 18, 26, 54]. HapyweHne mu-
TOXOHAPUANbHBIX QYHKLMA OTMEYaeTCs Npu HasHaYyeHun
OO0NbHLIM HECTEPOUAHbLIX MNPOTUBOBOCMANINTENbHbIX Jie-
KapcTB [55], BanbnpoeBon kncnothl (valproic acid) , aueTa-
MuHodeHa (acetaminophen) [56], aHTUONOTMKOB (aMUHO-
rMMKO3nabl, XI0PaM@PEHNKON, TETPALMKVHLI, 6eTa-nakTa-
Mbl, XMHONOHBbI) [1, 4, 6], UHFIMOUTOPOB MPOTOHOBOW MOMIIbI.
B npucyTCTBUN HU3KUX KOHUEHTpaLMiA aTuanyma 6pomMum-
[a YMEHbLUAETCS COAEepXaHWEe B KyNbTypax KJeTOK KOMui
MTOHK. KonnyecTBeHHbIE N CTPYKTYPHbIE HAPYLUEHUS MU-
TOXOHOPUIA OTMeYalTCs Npu runokcumn TkaHen [50], npu
BO34ENCTBUN CONEN TSXENbIX METAJNOB, NecTuunaos [57],
NMpy XPOHMYECKOM MOTPeBNeHnn ankorons, Npu XMpypru-
YeCKMX MaHUMynsaunsx, Nnpy MeTabonmyeckomM CUHOPOME,
3110Ka4YecTBEHHbIX HOBOOOpa3oBaHusx [1, 58-60], aytucTtu-
yeckoMm cmHgpome [50] .

MHorue rpamoTpuuaTesibHble (XnamMuamn, NernoHen-
Nbl, HEnccepun) U rpamnosioXuTeNbHble bGakTepun (nu-
CcTEpPUN, MUKOBAKTEPUIA ) N BUPYCbI, CNOCOOHbI NPOHMKATb
1 pasMHOXaTbCH B PasnunyHbIX KneTkax yenoseka [5, 39].
HekoTopble 13 3TUX MUKPOOPraHN3MOB, BKJIOHAA SHTEPO-
TokcuHbl Clostridium perfringes, TokcuH A C. difficile moryT
NPOHMKaTb B LMTOMA3My KJIETOK M B3aUMOLECTBOBATb C
a4epHON 1 MuToxoHapuanbHo AHK v nHayumpoBatb y HUX
MYTaLMOHHbIE N3MEHEHUS, 3aTparnBaroLLme nodblie GyHK-
umn mutoxoHapun [Frye et al., 2013. MndunumpoBaHme ye-
JI0BEKA BMPYCOM MNPOCTOro reprneca ConpoBOXAAETCS pes-
KM YMeHbLLeHnem knetouHoli MTAHK [61].

AuvcyHkumm v HapylueHusi MUTOOMOTbI Kak ¢akTop
puvcka pasnyHelix 3aboneBaHuii yesnoBeka. bonee 55 net
Hasaz, BO3HUKJIO HAay4YHO-MNpaKTU4YeCKoe HarnpasJsieHne, no-
Ny4yMBLUEE HA3BaHWE «MUTOXOHAPWANbHAA MeguumHa». B
OCHOBE MWUTOXOHApPUAsbHbIX 3ab0N1eBaHniA nexar reHeTu-
Yyeckme UBMEHEHMS B FreHax 94epHON U MUTOXOHAPUAsbHOM
OHK, kopguvpylowmx CUHTE3 MUTOXOHAPUAsbHbIX OENKoB,
MeTaboNINTOB 1 CUTHATbHBIX MOJEKYJT, BOBIEKAEMbIX B Pa3-
Nn4YHble OYHKUMN MUTOXOHOPWUI. BbisBnsemble B reHome
MUTOXOHAPUIA N3MEHEHUS, CNIOCOBHbIE MPY ONPELENEHHbIX
cuUTyauusax MHOyumpoBaTb Natodu3nonormyeckne Hapy-
LLEeHMS B OpraHM3mMe 4efioBeka, MoCAYyXWUAM OCHOBaHUEM
ONS POCCUNCKUX nccnegoBartenen npeasioknTb TEPMUH
«MUTOBUOTa» ANST MUTOXOHOPUIA, aCCOLMMPOBAHHbIX C Ma-
ToreHe3om 3aboneBaHuin U YCKOPEHHOrO CTapeHus. OTu
poccuiickmne nccnegoBaTenn Bnepsble 9KCNEPUMEHTANbHO
060CHOBanNM CyLeCcTBOBaHNE MPU HEKOTOPbIX MUTOXOH-
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apuanbHbix 3aboneBaHnii GEeHOTUMMYECKON U reHeTunye-
CKOW reTeporeHHOCTN MUTOXOHAPUI (MUTOPasHoobpasune)
B OTAEJIbHbIX KJIETKAxX U opraHax, noasepraemMbix natopu-
31ONOrn4yeckm HapylieHmam [1, 17, 62, 66].

MwuToxoHapuansHble 3ab6oneBaHnst MOryT ObiTb CBA3aHbI
C MyTaumsMu B lo6oM 13 Bonee CoTeH MUTOXOHOPUASIbHBLIX
rEHOB, KOAMPYEMbIX B SOEPHON 1 MUTOXoHApuansHon JHK
KNETOK, 3aTparnBaroLLmx konmyiectro konuii MTAHK, metabo-
JIM3M U NPOLLECChI penapaumm aaepHON 1 MUTOXOHAPWASb-
Hon OHK, nameHeHne memMbpaHHOro noteHuuana nu gpyrme
MUTOXOHAPWASbHbIE ANCOYHKUMN. YCTAHOBMIEHbI TaKXe MO-
andukaumm 3KCNPEeCcCcun reHoB B KieTKax MAEKOMUTAIOLLMX,
CBS13aHHbIE C MEXIreHHbIMU MHPOPMALMOHHBIMU CUrHaNaMm
Mexay S4pOM 1 MUTOXOHAPUAMU. MyTaLMOHHbIE N3MEHEHNS
B MUTOXOHAPWANbHbIX FEeHaX, JIOKaJM30BaHHbIX B S4EPHOM
JHK, moryT B3anmogencrtesoBatb C HECOBMECTUMbIMU Ha-
pywwenuammn MTAHK, cnocobcTBys BO3HMKHOBEHUIO NaTtodu-
3MONOMMYECKNX OTBETOB (HaNpuUMep, HENPO3HAOKPUHHbIX,
MeTaboNNYECKNX, BOCMANINTENbHbLIX, TPAHCKPUMLMOHHbIX) B
KNeTKax, TKaHsX 1 OpraHn3mMa B LLesIOM Npu CTapeHNN 1 MHO-
rmx 3aboneBaHuii. HapylleHuss B MUTOXOHOPUSX YPOBHEN
auetun-CoA, cykumHnn-CoA, umMtpara, usoupuTpara, nakrara,
aueTui-kapHUTUHa, a-ketornotapara, NADH, FADH,, rmoTa-
TUOHA, PEAKTUBHbIX COEANHEHNI KUCNOPOAA 1 a30Ta, PEAOKC
noTeHuyana u gpyrux CTPYKTYPHbIX U METaboIMYeCckmx KOM-
NMOHEHTOB MUTOBNOTLI MOBUN3YIOT UIN, HAMPOTUB, HapyLLUa-
0T UHTErpasbHble CTPECCOBLIE OTBETHI U MX KOOPANHALMIO
mexay coboii [1, 3, 13, 36].

MwuToxoHapuanbHble ANCOYHKLUN — o0bs3aTesibHoe
ycnosue natodusnonornn 6onesHer MNMapknHcoHa, Anb-
urenmepa, Bo3pacTHOM HenpopereHepauum, Leigh cuH-
Apoma, 3/10Ka4ecTBeHHbIX HOBOoOpasoBaHuin [1, 13, 58,
59; 66], pa3nnyHbIX TPABMATUYECKNX HAPYLLUEHWIA,, COCY-
OUCTBIX UM TPaBMaTUYECKUX MOPAXEHNN MO3roBOM TKa-
HU , NOBPEXAEHNN CMIMHHOIO MO3ra , MUTOXOHOPWaNbHOM
Munonatun, gnabeta l v 2-ro tmna [1, 13, 60], 6one3Hu Kpo-
Ha [45], ayTnama [50], MHPEKUMIA, BbI3bIBAEMbIX NMATOreH-
HbiMK GakTepuamMn [5]. K coxaneHuio, AnarHocTmka Mu-
TOXOHApPUasbHbIX 3ab60neBaHnl A0 HACTOSLLErO BPEMEHN
HepeaKo 3aTpyAHEHA, NOCKOJbKY 3TK 3aboneBaHust Knu-
HMYECKM YACTO CXOXM C MaTONOrMyeckMmMm nNpoLleccamu,
HE CBA3aHHbIMU C MyTauMaMn N GYHKLNOHATbHbIMUW Hapy-
weHuaMn mmtobuoTsl [13, 50].

MpodunakTuka gucéanaHca MMTOoOMNOTbI

NPV MUTOXOHAPUaJIbHbIX 3a00N1€eBaHUsX.

AHanus npencTaBneHHbIX B HacTosilemM o063ope Ma-
TEpManoB CBUAETENLCTBYET, HTO OONbLUMHCTBO XPOHUYE-
ckmx MeTtabonunyeckmx 3aboneBaHUn — 3TO MyNbTUdAK-
TOPHbIE HapyLeHUs passinyHblX OPraHoB U TkaHen. He-
cb6anaHCMpOBAHHOCTb NUTaHUS, aucbanaHc MUKPOOUOThI
NULLLEBAPUTESNIBHOIO TPakTa U MUTOONOTHI XO3ANMHA MOXHO
paccMaTpuBaThb Kak BeAyLNe 3K30reHHbIE N SHAOIMEHHbIE
cpenoBble dhakTopbl pycka aTux 3aboneBaHnin. Bo3Huka-
loWwMe MOJSIEKYNISIPHbIE U KNEeTOYHbIe HapyLleHUs BOAHO-
CONEBOro, HYTPUTUBHOIO W 3HEpPreTnyeckoro metabo-
M3Ma, MHOFOYUCIEHHbIE ANCHYHKLUN MUTOXOHAPUA ©
OakTepuanbHbix MeMbpaH cUMOMOTUYECKUX OakTepuid,
OKUCNUTENbHBIA CTPECC ABAAIOTCS MYCKOBbIM (HAKTOPOM
BO3HUKHOBEHUS 3MUrEeHETUYECKUX PasdfINYHbIX HeraTus-
HbIX MOOMdUKaALWIA 3KCMPECCUN TEHOB KNETOK X03AMHa,
ero MmMToobnoTbl U MUKPOOMOTbI. OCOBEHHO BaXkHbl 3T
HapyLleHns BO Bpemsi 6€peMEHHOCTU U B NepPBbIE MECs-
Ubl Y roabl Xn3Hu pebeHKa, NOCKOJIbKY MMEHHO B TeYEHNE
3TUX NEPUOLOB XM3HU YesNloBeKa NULLEBOWN, MUKPOOHLIN
N MUTOXOHOPUANbHBIA aucbanaHc co34aeT HeraTUBHbIN
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anureHeTn4yeckmin ¢GoH Ans 340POBbS B NOCAedyloume
roapl. PasbanaHcupoBka CMMOUOTUYECKOWN CUCTEMbI «XO-
391MH N ero MuTobmnoTta n MmKkpobmoTa», HepeaKo BO3HU-
Kalolas yxe B yTpobe matepu, B NocnenyoLleli Xnu3Hm B
0COBEHHOCTM NPU XPOHU3ALMM KOMIMJIEKCHOrO Aeduunta
OYHKLNOHANbHBLIX UMHIPEOMEHTOB Ha (OHE CTPEeCcCOBbIX
BO34ENCTBMIA, MHOFOKPaATHO YBEIMYMBAIOLWMX ISHEPreTun-
yeckune n GuocmHTeTU4eckne NoTpebHOCTN, BEAET K UCTO-
LLLEHMIO Nyna CTBOJIOBbIX KJIETOK, YCKOPEHUIO KJIETOYHOIO
cTapeHus, gedektam B npoueccax KaeTo4yHom nponmoe-
pauur 1 anonTo3a, XPOHMYECKOMY BOCMANEHMI0, MOBPEX-
OEHNIO MEXKIETOYHON KOMMYHUKALUM 3YKapMOTUYECKUX
KJIETOK X039MHa , er0 MUTOBMOTbI U MUKPOBUOTbLI. IMEeHHO
3TV NATONOrMYECKNE HAPYLLEHMS OOHaPYXMBAKOTCS Yy BCEX
M3BECTHbIX «BONE3HAX LLUBUN3ALUN».

Huxe 6yneT kpaTko pacCMOTPEHbI HEKOTOPbLIM U3BECT-
Hble COBPEMEHHbIE MPUEMbI COXPAHEHUSI U BOCCTaHOBME-
HUS KOJTMYECTBEHHOrO coaepXaHnss MUTOONOTLI B KJIeTKax
pPasfINYHbIX TKaHSX YenoBeka, KOPPeKLUUM BCEX NN OTOE b
HbIX (I-V) KOMNEKCOB 9NEeKTPOHHOW TPAHCNOPTHOM CucTe-
Mbl MUTOXOHOPWIA, X BUO3HEPreTM4eckoro noTeHumana
1 HEKOTOPbLIX APYrmnx nx dyHKuMn. Bpadm cnopTnBHOM Me-
OVILUMHBI UCCNEenyoT SHepreTnyeckme BO3MOXHOCTU Mu-
TOXOHOPWIA, pa3pabaTbiBas onpenefieHHble dusnyeckue
yNpaxHeHusl, ycunumearoLme BbIHOCANBOCTbL U B1O3Hepre-
TUYECKUIA NOTEHLMAN MUTOXOHOPUIA , NPeXAe BCEro B Mbl-
LLIEYHOM TKaHW CMOPTCMEHOB, U BKJIOHAIOT B UX MULLEBOM
pauynoH cneundunyeckme BUTaMnHbl, aMUHOKUCIIOThI 1 G1Oo-
dnaBoHOMAbI, NOAAEPXKMBAIOLLNE CUTY U BbIHOCIIMBOCTb
MbILLL, OKCUMOAHTHbIA CTaTyc, CO34al0T CMOPTMBHbLIE Ha-
nUTKK, cogepxatumne cneunduryeckne cybeTpathbl n kodak-
TOpbI, y4acTBylOLMe B OMOSHEPreTUYecKnx npoLeccax u
Apyrux GyHKumax mutoxoHapuin [13, 19, 63, 64].

B BOCCTaHOBUTENBHOM MeauuvHe MUTOXOHApUab-
HbIM HapPYyLUEHVHUSAM YOENSeTCs Man0 BHUMAHUS, XOTH
dU3MYECKNE YNPAXKHEHUS YAYyYLIAT Ka4eCTBO XWU3HU
60/IbHbIX C MUTOXOHAPUANIbHbIMK 3a601eBaHNSMU, YBe-
nuumnBatoT obpasoBaHue ATD u akTuBHOocTb OXPHOS
MuToxoHapun [13]. N3mMeHeHne KanopumHOCTU MUK Y
60NbHbIX C MUTOXOHAPMANBLHOM NaTtonornen TpebyeT on-
TUMM3aLUUKM KOJIMYECTBA U KAYECTBO NOTPEBNSEMbIX Kano-
puiA. Y aTx 60JbHbIX BbISIBJIEHLI 61aronpuaTHble 3addeKkTbl
Ha3Ha4YeHUs MM TakK Ha3blBAEMOW, KETOreHHOW AUeTbl C
MOBbILLEHHBLIM KOJIMYECTBOM XUPHbIX KOMMOHEHTOB MW-
e N CHUXEHHBIM COAEPXaHUEM [/I0KO3bl. Takas ameta
0OKa3blBaeT Ha HUX BNaronpusaTHOE AeNCTBUE, NMOCKOJbKY
CTUMYANPYET YTUAN3ALMIO MMNUA0B 3@ CHET MUTOXOHAPU-
anbHOro 6eTa OKUCNEeHUs U NPOAYKLUMIO B MeYeHu KeTo-
HOBbIX T€J, CTUMYJIMPYET BOCCTAHOBJIEHNE CJIOXHbIX Oe-
dekToB B komnnekce | OXPHOS, ynyywaet o6pa3oBaHue
AT® 1 nHrnbupyet npoaykumo ROS. O6pasyomecs 13
Takon AMeTbl KETOHbl PeayuvpyioT VHOYLMPYEMbIE [tO-
TamaTtom cBOOOHbIE paankasbl 3a CHET YBEIMYEHUS OT-
HoweHns NAD*/HADH n ycuneHus MUTOXOHZPUANbHOIo
OblxaHusa [65]. HazHayaemMbll B BUAE NuULLEBON noOaBku
o—KeTornytapar yny4ywaeT aHTUOKCUOAHTHYIO Crnocob-
HOCTb 1 aKTUBUPYET NPOAYKLMIO SHEPTUIO Y MUTOXOHAPUI
3HTEPOLMUTOB, a TakXe crnocobCcTByeT 06pa30BaHMIO Y HUX
rnytamarta. loBbllEeHNEe KanoOpPUNHOCTU MAULLU, UCMOSb-
30BaHNE OSHTEPAsSIbHONO WM BHYTPUBEHHOrO MUTaHUS,
yBeIMYEHNE YaCTOThbl NpMemMa MULLLX NO3BONSIET AOMOJHU-
TENbHO ONTUMM3NPOBATb MUTOXOHAPMANIbHOE 3[0POBbLE
3Tux 60nbHbIX [13, 63]. B nuweBbie paumoHbl NOAOGHbIX
60JIbHbIX PEKOMEHAYIOT BKJIIOYATb HUKOTUHOBYIO , aCKOp-
O1HOBas KUCNOTbI, TMAMUH, pubodnasuH, BUTaMuH E, anb-
da-nmnoesyto kncnoty, NADH, auetun- CoA, K09H3nM Q,
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L-apruHuH, aueTtun-L-kapHUTWH, CyKUMHAT, MUpPyBaT,
B-rnopokcmbyTupat, MeHaauoH, Anxnopawertar, noebeHoH
n apyrme cybctpartbl unn Ko-dakTopbl), CMNOCOOHbIE yyy-
watb okmcnuTesnbHoe GochopnnMpoBaHne MUTOXOHOPUM
M CHMXAaTb B HUX YPOBEHb OKUCAUTENBHOIO cTpecca [13, 17,
19, 28, 63]. Ix Ha3Ha4YyeHMe BOCCTaHaBAMBAET MyTaLMOH-
Hble nameHeHnsa B MTAHK, ynyywaeTt GyHKUMOHMPOBaHME
TPaHCNOPTHOM 9A1EKTPOHHOM Leno4vkn, NAD* pe,OKC NOTEH-
uman, ysennimsaet cooTHoweHne NAD'/NADH, yny4wiaet
ATD crHTE3 B MUTOXOHAPUSX, CHUXAET YPOBHU KJIETOUHbIX
ROS, nHaoyuupyeT y nponndepupyowwmx KneTok akTuBa-
umio Mutodarnn gedeKTHbIX MUTOXOHAPWIA, NOBbILIAET Ny
NUPUOMHOBLIX KJIETOYHbIX HYKJI€O0TUAOB, BOCCTaHABIMBA-
€T aKTMBHOCTb MbILLIEYHON TKaHU O0NbHbIX. BUTaMuHbl ¢
pPasnnyHOM aHTUOKCUAAHTHOM aKTUBHOCTLIO, o-NUMoeBasi
KMUCoTa U aMUTPUNTUIMH 0ObIYHO Ha3Ha4atT GOJIbHbIX C
MUTOXOHAPUANbHbIMN 3a60eBaHSAM B BUAE AHTUOKCU-
naHTHoro kokTtenns [19]. lMpodunakTnyeckoe/neyedbHoe
Ha3Ha4vyeHue B0JIbHbIM C MUTOXOHAPWaNbHbIMK 3aboneBa-
HUAMUW L-aprMHUHA YMEHbLUAET MUKPOLUMPKYIALMIO U K-
HUYeCcKMe NPOSIBNEHNST MOBPEXAEHNN, CBA3AHHBIX C MUTO-
XOHAPUANbHBIMU HAPYLLUEHUSIMU B MO3roBOM TKaHu. [13,19].
Y nuy, cTpagarwmx HapyLeHUSIMU MUTOXOHOPUANbHbIX
dyHKUMIA, YacTo obHapyxunBaeTcs AePUUNT KapHUTMHA B
nnasme KpoBu. NMoaToMy 60JIbHbIM Ha3HAYaT KAPHUTUH ,
006bI4HO B coveTaHunm ¢ CoQ m Banbnpoesow (valproic) kuc-
noton [13, 19]. HasHauyeHne menaTtoHuHa, obnagaroLero
AHTUOKCUAAHTHBIMX 1 NPOTVMBOBOCHANUTENBHBIMU  3-
dekTamMm, 0Ka3blBAET MO3UTUBHbBIN 3D@EKT B OTHOLLEHUN
MHOTrMX 3a00NeBaHUi, CBA3AHHbLIX C MUTOXOHAPUANbHBIMU
HapyweHusamMu [68]. MutoxoHapuanbHble OUCHYHKUMU U
n36bITo4Hasa npoaykuusa ROS B kneTkax MAEKONUTAKOLLINX,
BbI3bIBAEMbIE ANINTENbHBIM Ha3HAYeHNEM BaKTepPULIMOHbIX
AHTUONOTUKOB, MOryT OGblTb BOCCTAHOBJIEHBI NMPU HAa3HaYe-
HUKN TakmMM nuuam opobpeHHoro FDA CLUA aHTuokcupaHTa
N- auetun-L-umctenHa [4].

HepaBHO Havanucb KJMHUYECKME MCCefoBaHUsS Mo
NPUMEHEHWNIO BOJIbHBIM C Pa3/INYHBIMUA MUTOXOHOPUAIb-
HbIMK 3200/1eBaHNAMM KULLEYHbIX OakTepuin, CNOCOBHbIX
06pa3oBbiBaTb M3 MULEBLIX MPOAYKTOB, COAEPXaLLMX
3NNAruTTaHWH- N 3NIArMHOBYIO KUCNIOTY, OGUOAKTUBHbIX
MeTabonmToB (yponuTuHbl A, B, C 1 gpyrue), c aHTMBOoCna-
JINTENbHLIM, aHTMOKCUAAHTHBIM, @HTUPAKOBbLIM NOTEHLNA-
JIOM, BOCCTaHaB/INBAKLLNX MUTOXOHAPUN 3MUTENNANbHbIX
KNIeTOK KuLieYyHuka un BHe ero [49, 51]. YcTaHOBNEHO, 4TO
Ha3HadeHue L. plamntarum 10 ymMeHbLIANO BEC MbILLEN,
YBENNYMBANO UX MbILLEYHYIO MAcCCy, CHUXano YpPOBEHb
nakTaTta, MOYEBUHbI, KPeaTUHKMHA3bl U FOKO3bl B CbIBO-
pPOTKE KPOBW MPU MOBbILWEHHbLIX PUINYECKMX Harpyakax
(onutenbHoe nnasaHue). OnutenbHOEe Ha3Ha4YeHue Xu-
BOTHbIM 3TOro NPoBMOTMHYECKOro WTaMmmMa 6akTepuin yBe-
nMunBano ob6pasoBaHNE 3HEPTUM B MbILLEYHbIX KJIETKaXx,
CTUMyNMpoBano npoaykumio 6yTupara, KosH3mma A un
AT®. Vcnonb3oBaHue L. plantarum He TONbKO HOpManu-
30Basio MUKPOOHYIO 9KOMOTUIO KULLIEYHMKA XUBOTHbIX, HO
M ynyydwano mx aHepretTudeckmnin 6anaHc, perynnmpoBano
Temneparypy Tena Mbillel, yCUnMBano yTUan3aumio rmio-
KO3bl 1 YBEINYMBAIIO HYMCIO MblLLEYHbIX GUOPUN B CTEHKE
KuweyHuka [69]. Jna BOCCTaHOBAEHNSA aHTUOKCUAAHTHOMN
aKTUBHOCTM NuL, CTpagarounx pPasivyHbIMU MUTOXOH-
npuvanbHbiMK 3a60neBaHNAMN, PEKOMEHOYIOT Ha3HayvaTb
crneunanbHO 0TOOpaHHbIE WTaMMbl MPOBUNOTUHYECKUX MU-
KpoopraHnadmoB (Bacillus amyloliquefaciens, B. cereus,
L. plantarum, L. rhamnosus, L. fermentum, L. acidophilus,
L. helveticus, B. lactis, C. butyricum n gpyrmne). AHTUOKNC-
JIUTENbHBIN NOTEHLMAN 9TUX NPOBMOTMKOB 0OYCNOBNEH NX
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CMoCcoBHOCTbLIO 3axBaTblBaTb MOHbI METAJIIOB, CBSA3AHHbIE
C npoueccamu OKUCNEHUS, CTUMYNIMPOBATbL U PErynnpo-
BATb CUTHAJIbHbIE MYTU, yH4ACTBYIOLLME B AHTUOKCUAAHTHbIX
CUCTEMAX X03§IMHA, TOPMO3UTb GEPMEHTHbIE CUCTEMBI,
OTBETCTBEHHbIE 3@ CUHTE3 CBOOOAHbLIX OKUCIUTENbHbIX
pazukanos, a TakXXe BOCCTaHaBMBaTb CUMOMOTUYECKYIO
MUKPOBMOTY KMLLeYHoro TpakTa [70].

MuTtoxoHapuanbHbie 3a0oneBaHus

U NOTeHUUuasibHass BO3SMOXHOCTb UX JIeYeHUs

C NUCNOJIb3OBAHNEM UCKYCCTBEHHOIO

nepeHoca MUTOXOHAPUA.

MonekynsipHbiIM NPUEMOM BOCCTaHOBNIEHNS MUTOXOH-
OpuanbHOro MetabonomMHOro amcbanaHca MOXET CTaTb
anumuHauma gedektHoix MTAHK 1 ynaneHne us kneTok rno-
BpexXAeHHbIx konuii MTOHK (rnobanbHas dparmeHTaums ae-
bEKTHBIX MUTOXOHAPWMAbHbBIX nonynsaumii). Ona yoaneHus
nedeKTHbIX MUTOXOHAPUIA NCMOMb30BasM OHYULLEHHbIE MU-
TodarasbHble MM30COoMaJibHbIE KNeTOYHbIE GepMeHThLI [66].

B nocnepgHue roabl B MUTOXOHAPWANLHOM MeauuuHe
BCe yalle obcyxaaeTcs, Tak Ha3blBaeMas, TPpaHCMaaHTa-
UMST MUTOXOHAPUIA N/UAN UX CTPYKTYPHBIX KOMMOHEHTOB,
NO3BONAIOLWLANA YAANSATb NMOBPEXAEHHbIE N ANCOYHKLNO-
HaNbHblE MUTOXOHAPUM NYTEM UX 3aMEHbI 300POBLIMU MU-
TOoXoHApuamuii [8, 19, 21].

B 1982 rony BnepBble Oblf1 OCYLLECTBNEH UCKYCCTBEH-
HbIn nepeHoc muToxoHapun (UMNM) ¢ ncnonb3oBaHnem
6akTepunanbHbIX FrEHOB aHTUOMOTUKOPE3UCTEHHOCTH, MO-
3BONSAIOLWMX OTCENEeKTUPOBAaTb Ha CENeKTUBHOW cpene
peKOMOUHAHTHbIE KNTIETKW, BOCMPUHSABLLME OOHOBPEMEHHO
Kak MUTOXOHAPUAJIbHbIE FeHbl, TaK U 6akTepunanbHbIe FreHbl
YCTOMYMBOCTN K aHTMbuoTtmkam. UMM BoccTaHaBnusan
1 yBenuuMBan ApixaHue, nponudepaunio n gpyrme Kne-
TOYHbIE MPOLLECCHI Y PEKOMOMHAHTHbBIX KJIETOK, BOCMpPU-
HABLUMX HEMOBPEXAEHHbIE MUTOXOHAPWUK [21, 67, 71, 72].
Mo3aHee UMM 6bin NpooeMoOHCTPUPOBaH U B UcclienoBa-
HUAX Ha KYyNbTypax KNeToK M Ha MOAESbHbIX 3KCMEPUMEH-
TasbHbIX XXMBOTHbIX B TOM YUCJIE C UCMOJIb30BAHNEM TaKNX
TEXHONMOrMYECKMX NMPUEMOB, KaKk COBMECTHOE KYNbTUBU-
POBaHME KNETOK, MEXKIETOUYHbI KOHTAKT OAHOWM KNETKU C
Opyron, NnyTem LUMTONAa3MaTn4eCckoro CImsHUg, NepeHoc
MuToxoHapwuii n dparmeHto MTAHK yepes HaHOTYyGONSAP-
Hble CTPYKTYpPbl, MUKPOBOBE3UKY/bl, C MCMOJIb30BaHNEM
MUKPOUHBEKLMIA MUTOXOHApUansHon JHK n ee ¢oparmen-
ToB. Pasnuuusa mexay a4epHbiIM U MUTOXOHAPUASbHBIM
reHoMamMy MoryT ObiTb BaXHbIM (akTOPOM HECOBMECTU-
MOCTM Npu aBTo, anno u kceHoreHHom UMM [8,19, 21, 67,
72]. TexHonorum nepeHoca MUTOXOHAPUANTbHOIO 9 4EPHOI0
reHeTM4eckoro marepuana He Hawan rnoka KJANHUYEeCKO-
ro NPUMEHEeHUs NMpPU UCMONb30BAHUN COMATUHECKUX Kie-
TOK, UKW KNEeToK nuu, nmeowmx MtaAHK-3abonesanui [21].
KneTtkun, nony4yasLume npm UCKyCCTBEHHOM MEPEHOCE reHe-
TUYECKM M3MEHEHHbIE MUTOXOHAPWUW, MOMM nepeaBaTb
3TW HapyLlleHns NOTOMCTBY Yepe3 oounT. [na ycnewHon
TpaHchopMauurm B CMeCb PeLMMNEHTHbIX KNETOK U JOHOP-
ckon MTHK pekomMeHaytoT BHOCUTb AOMNOSIHUTENBHO YpU-
OVIH, MMPYBaT, ManaT U CYKLMHAT; NePEHOC MUTOXOHAPUN
Nyylle OCYLLECTBASCS B YCNOBUSIX KOMHATHOM WU HU3KOM
Temnepatypsbl (4°C) [19]. NepBble NONLITKN M3MEHEHUS Fe-
HoTna MTAHKy oounToB Yenoseka nokadanu, 4to 20% umn-
TOMnMa3Mbl OOLMUTOB, B3ATbIX OT OAHOWN MOJIOAOM XEHLLVHbI
MO ObITb NEPEHECEHBI B OOLUT APYrOM MOXUIION XEHLLM-
Hbl (OAHOBPEMEHHO B PELMMNEHTHbIA OOLUT OCYLLECTBNS-
NN VIHTPALMTONNa3MaTUYeCcKyd MHBbEKLUMIO CMEPMbI MyXa
3TOWN XEHLUMHBI). [0oNyYEeHHbI PEKOMOUHAHTHbI 3MOPUOH
Oblf1 UMNNIAHTMPOBAH B MaTKy PELMMUEHTHOM XEHLLMHBI.
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[MpennoxeHHas TEXHONOrMS NO3BOANA OCYLLLECTBUTL BO3-
MOXHOCTb PSAY XEHLWWH C PepTUSbHbIMU HAPYLUEHUSMU
pPOANTb 300POBbLIX AeTeN. Y 9TUX OEeTEN B KNETKax BbISB-
JNieHo Hanun4yme apyx Tunos MTAHK ( kak mMatepuHCKOn, Tak
1 goHopckoi) [3]. B HacToswee BpeMS yCTaHOBEHO, YTO
WCKYCCTBEHHbI NMepeHoC 340POBbIX MUTOXOHAPWUIA B MO-
BPEXOEHHbIE KJIETKN WAN TKaHW MO3BONSIET U3Ne4nBaTb
MUTOXOHApPWanbHble 3abonesarHns [8, 19]. Benukobputa-
HWS1 B HACTOSILLLEE BPEMS ABNSETCHA € ANHCTBEHHOW CTPAHOM,
B KOTOPOW MCMOSb30BaHUE TEXHONOrMU WUCKYCCTBEHHOMO
nepeHoca MUTOXOHOPWIA IerasbHO Pa3peLLEeHO B Ka4ecTBe
MeOULMHCKOW npoueaypbl NPpU TEX UM UHBIX MUTOXOHAPW-
anbHbIX 3a6oneBaHusaX [75].

[Ons BOCCTaHOBNEHUST MYTAUMOHHBIX W3MEHEHUI B
MTOHK onpeneneHHoe BHUMaHWe yaensioT NCNoIb30BaHMIO
OHK-3H31MOB. OrpaHunyeHne Ux npMMeHeHns s BOCCTa-
HOBJIEHUNS HAPYLLEHN MUTOXOHAPUANIbHOIO rEHOMA SBNSET-
CS1 OTCYTCTBME CEr0OHSA PECTPUKLMNOHHbBIX 3H3MMOB C CENek-
TUBHOW cneumdunyHocTbio [Reddy et al, 2015]. MNpeanoxeHo
ONS pacwennieHns nam socctaHosnenns MTAHK ncnonb3o-
BaTb HeaaBHO 0OHapyxeHHy CRISPR-Cas9 Hykneasy, cno-
COOHYIO CENNEKTUBHO PACLLEMNIATL M KOHTPONMPOBATL MNoce-
posarenbHocTy pasnuyHblix JHK n PHK [74].

OOcyXAaeHune U 3aKJilo4eHue.

MpencrtaBneHHble B JaHHOM 0030pe MaTepuanbl CBU-
[ETeNbCTBYIOT, HTO MUTOXOHAPUM — 3TO HE NPOCTO habpu-
Ka Ans Npou3BOACTBA SHEPrurv U UCTOYHUK Pa3NNYHbIX
OVMOCUHTETUYECKNX Y CUTHANBbHBIX CyOCTaHUMA. VX NOTeH-
uman MoxeT ObITb YCNELWHOo UCMNoSib30BaH AJ1s npodunak-
TUYECKNX U TepaneBTUYECKUX LieNiei, B Tak Ha3blBaeMOW
«MUTOXOHAPUanNbHOM MeguumHe» [8, 19]. BHegpeHue B
MEeANLUMHCKYIO MPaKTUKY 3HAHWIA O B3aMMOOTHOLUEHUSX
MUTOONOTHI U MUKPOOMOTHI MAEKOMUTAIOLLNX NO3BONSET
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JyYLLIE MOHSATb POJIb MHOIMX HU3KOMOJIEKYISIPHBIX MUKPOO-
HbIX 1 MUTOXOHAPUAJbHBIX MOIEKYN (3H3UMbI, KODAKTOPbI,
cybCcTpaThl, PErynaTOpPHbIE MHIMOUTOPLI U aKTUBATOPbLI U
Opyrve) B passutunm GUO3HEepPrnyecknux n 61MocMHTeTHYE-
CKMX KJIETOYHbIX MPOLLECCOB, B KOHTPOJIE OKUCIINTENbHOIO
cTpecca, UMMYHHbIX OTBETOB, pOCTa U aare3vm naToreHos
1 CUMBUOTUYECKNX MUKPOOPraHN3MOB B NULLEBAPUTESNb-
HOM TpakTe, Mmoandukaumm metabonnama xo3samHa B Tex
WSIN MHBIX YCNOBUSIX. MyTauuOHHbIE U PYHKLIMOHASbHbIE
MUTOXOHAPWANbHbBIE HAPYLUEHUS MOTYT UrpaTb BaXXHYIO
pPOJb B pErynaumnm pasnmyHbiXx GyHKUWA MULLEBAPUTENBHO-
ro TpakTa u B UBMEHEHUN COCTaBa KULLIEYHON MUKPOOKMO-
Tbl. B cBOO o4vepenb, CTPYKTypa KULIEYHON MUKPOBUOTHI
M npoayumpyemble MUKPOOPraHM3MamMm HU3KOMOSEKY-
NsipHbIe 6GUONOrMYeckn akTUBHbIE COEAVHEHNSA CNOCOOHBI
CYLLECTBEHHO BNUATb HA COAEPXaHNE MUTOXOHAPUN, UX
dopmy, paszmepbl 1 GyHKLNN.

JInwb ¢ ncnonb30BaHMEM MHTErpasibHOro noaxoga (Knm-
HWYECKOro, rMCTOMaToNIorM4eckoro, MeTaboInmyeckoro Mu-
KPO3KOJIOrMYECKOro, reHeTUYeCcKOro M 3rnUreHeTU4ecKOoro)
MOXHO paspabartbiBaTb UHOUBUAYAbHbIE TEXHOOMMN MPO-
bUNaKTUKN 1 neveHnst B6obHbIX, CTPaLALWMMUN NATONOMNS-
MU MUTOXOHAPWANbHOro reHesa. [Npm aTom cnepyet NOMHAUTB,
YTO Takne OOMbHbIE HYXOAITCA B KOMOMHALMM PA3NNYHbIX
[06aBOK N NIEKAPCTBEHHbIX CPEACTB, UMEIOLMX onpeneneH-
Hble cneundunyeckme muwenn [13]. MepeHoc n3onmpoBaH-
HbIX MUTOXOHAPUIA C NCMONb30BAHNEM Pa3NYHbIX MPUEMOB
VMHKYOALMN JOHOPCKMX N PELIUMUEHTHBIX KIETOK MNO3BONSET
YCMELLUHO OCYLLECTBASATb MHTErpaumio BHeCeHHbIX MTAHK B
KNeTKN. VICKyCCTBEHHbIV NMepeHoc MUTOXOHAPUIA B Gavxaii-
el nepcrnekTuBe MOXET CTaTb BaXXHbIM TepaneBTUYECKNUM
NPUeMOM KOPPEKLMN MUTOXOHAPUANbHbLIX 4eDEKTOB Pa3InY-
HbIX MeTabonM4ecknx 3aboneBaHnii, CBA3aHHbIX C BUO3HEp-
rMYECKUMU U ANUTEHOMHbBIMU HAPYLLIEHNSMUA.
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PE3IOME

KneTtku B3pocnoro yenoseka copepxat a0 10 MmutoxoHapuii, nrpaiolwyx ¢yHaaMmeHTanbHyo poJsib B reHepaumn 90%
KNeTo4yHoM aHeprum (ATD) 3a cueT TpaHchOopMaLMM IHEPreTUYEeCKMX cyOCTpaToB B NPUCYTCTBUN Kucnopoda. OgHoBpe-
MEHHO B MUTOXOHAPUAX POPMUPYIOTCA pPasfnyHble OeCTPYKTUBHLIE OKUCIUTENbHbIE paaukanbl. MUTOXOHAPUM TakxXe
aKTUBHO Y4acCTBYIOT B MeTabonn3mMe Kasblms, B peanvsaumm yCTOMYMBOCTU KIIETOK K AEACTBUIO Pa3/INYHbIX CTPECCOBbIX
areHToB, B Npoandepaumn n arnonTto3e KIeToK, MHULMUPYIOT BOCNaNeHne, OCYLLECTBASIOT CUHTES, BHYTPU- U MEXKIIETOY-
HblIl/i NIEPEHOC CUMHANBHOM MHGOPMALMN U MHOXECTBO APYrx GyHKUMN. MyUTOXOHOpUaNbHble GENKM KOOUPYIOTCS reHamu,
JIOKa/IM30BaHHbLIMU KaK B 4ePHO, Tak 1 B MutoxoHapuansHor AHK (MTAHK). MHoroobpasune adbekToB, Bbi3biIBAEMbIX
MUTOXOHAPUSIMU, MOCIYXUN OCHOBaHMEM pacCMaTpuBaTb «MUTOOMOTY» M MUKPOBUOTY Kak eauHylo GYHKLMOHANBHYIO
CTPYKTYPY, PErynvpymoLLyl0 roMeocTa3 opraHuama xo3sivHa Yyepe3 6103HepreTMyeckue, annureHeTudeckne, metabonu-
yeckue, SHLOKPUHHbIE, MUMMYHHbIE N HENPO-ryMoOpasibHble CBA3WU. HapyLlueHns KonmyecTsa, reHeTU4eCKON LLeNIOCTHOCT!,
YNbTPACTPYKTYPHbIE U3MEHEHUS MUTOXOHAPUIA U MX TOMEOCTa3 CBA3bIBAIOT CO MHOTMMU MeTabonnyecknmm 3aboneBaHu-
AMW N YCKOPEHHbLIM CTapeHneM. [na nx npodunakTtukm U 1e4eHns NCNosib3yT PasnnyHble yHKLMOHANbHbIE NPOAYKTbI
NUTaHUS, ANETUYECKME N MOJIEKYJISIPHBIE MPUEMBI (MUKPOVHBEKLIMS MUTOXOHAPUANbHbLIX CYyObeanHUL, 06beanHeHVe Ln-
TonnasamMaTn4eckux opraHesnsn, nepeHoc ¢parmeHtoB MTAHK 1 aaepHoit IHK B 300poBbie U 60J1bHbIE KNEeTKW, UCMOJIb-
30BaHuve cneundunyecknx aHO0HyKNeas 1 Tak ganee).

KnioueBble cnoBa: MUTOXOHOPUN, FTEHETUKA, SNUTEHeTUKa, MUTOXOHAPUasbHble GYHKUUN, MUTOXOHOPMANIbHAA Me-
avuyHa, aneta, GyHKUMOHabHbIE HYTPUEHTBI, MONEKYNSpHasa KOPPEKLUUS, UCKYCCTBEHHbI MEPEHOC MUTOXOHOPUI

ABSTRACT

Cells of adult human contain up to 10'® mitochondria, which play a fundamental role in the generation of 90% of cellular
energy (ATP) through the transformation of energy substrates in the presence of oxygen. Simultaneously, the mitochondria
produce various destructive oxidative radicals and actively involved in the metabolism of calcium, in the implementation of
the cells' tolerance to different stress agents, in the proliferation and apoptosis of cells, initiate inflammation, in the synthe-
sis, intra- and intercellular transfer of signal information and in many other functions. Mitochondrial proteins are encoded by
genes localized both in nuclear and in mitochondrial DNA (mtDNA). The variety of effects produced by mitochondria have
served as the basis to consider "mitobiota” and “microbiota” as a united whole functional structure that regulates homeo-
stasis of the host organism via bioenergy, epigenetic, metabolic, endocrine, immune and neuro-humoral communication.
Violations of the number, ultrastructural changes, genetic integrity, of mitochondria and disorder of their homeostasis are
associated with many metabolic diseases and accelerated aging. To prevent and treatment mitochondria-associated dis-
turbances and diseases many functional foods, diets and molecular techniques have been suggested.

Keywords: mitochondria, genetics, epigenetics, mitochondrial functions, mitochondrial medicine, diet, functional nu-
trients, molecular correction, artificial transfer of mitochondria
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