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AHHOTAIUA

B 0630pe mpeacTaBiIeHHI TaHHBIE COBPEMEHHOH JuTeparypsl o ponu mutoxonapuarsHoi JTHK(Mt/IHK) B pa3sutun Muto-
XOHZPHAIIBHBIX HACJIEICTBCHHBIX 3a00JICBaHUI U BO3MOXKHOCTSIX KOPPEKILIUH JAHHOH ITaTOIOTHH MTPY MOMOIIY MUTOXOHAPHAITh-
Holt 3amecTuTensHOM Teparmu(MPT) mpu mpoBeeHHH BCIOMOTATENBHBIX PEMPOAYKTHBHBIX TEXHOIOTHAX.

AHanu3y ObIIH IOABEPTHY THI COOTBETCTBYIOIINE BEIOPAHHOM I1eTIM HayIHEIE CTaTh, pasMerieHasie Ha MEDLINE, EMBASE,
B KokpaHoBckoit 6ubnmoreke, PubMed u U3 Ipyrix HCTOYHUKOB MH(OPMAIIHH.

Crparerus moncka o0beAnH:IA CIEAYIONIIE TIONCKOBEIe TepMHUHEI «mitochondrial diseases», «mitochondrial replacement

therapy», «three parent baby», «ART», «genetic engineerihg.

'YCTaHOBIIEHO, YTO CTPEMUTENBHOE U HEYKJIIOHHOE Pa3BUTHE TEHHON MH)XEHEPHH TPeOyeT BHECEHHSI N3MEHEHHUH B 3aKOHO/IA-
TENbHBIE aKThI U MPEJIIONAraeT Pa3BUTHE U IIEPECMOTP KaK COLMAIBHBIX, TAK M 3THUECKUX ACTIIEKTOB

Knrwouesvie cnosa: MMMOXOHapuaﬂbele 3a60ﬂ66aHuﬂ, MMMOXOH()puaﬂbHa}l samecmumellbHas mepanus, mpoﬁnoepodumeﬂb—

CmMe0, CEHHAA UHIICEeHePUsl

BBEJAEHHUE

Hay4Ho-TexHuueckuii mporpecc B TEYEHHE IOCIEIHUX
I[eC)ITI/IHCTI/Iﬁ CTPEMUTCIIbHO HIArHyJI BIICPEA U OTKPBIIT IEPE]]
HaMH HECOTPaHUYCHHBIC BO3BMOKHOCTHU B cd)epe MCEIUILIMHBI U
reHeTukH. [locienHue HeaaBHUE UCCIIENOBAHUS TIO3BOJISIOT
TMOYTHU MOJHOCTBIO MPOBOJAUTL 3aMECHY HUTOILIA3MbI B I1OJIO-
BbIX KJIETKax, MO3BOJIAA MPCAOTBPATUTL NEPEAavdy IOBPEK-
JICHHBIX MUTOXOHJIpUi1 OyyllieMy MMOKOJIEHHIO U TIPEeOTBpa-
mast poxXKaCeHue I[eTeﬁ C MUTOXOHApHUAJTIbHBIMU 38.60J'IeBaHI/IH-
MH. DTa TEXHOJIOI'Hs HA3bIBACTCS MHTOXOHI[pHaHLHOﬁ 3aMeC-
cturensHo Tepanueit (MPT).

Otkpeitue mutoxouapuaibHoi JTHK (mTIHK) mpouso-
uuio B 1963 rogy mMeTomoM 3NeKTPOHHOW MHKpOCKOIMU M.
M. Nass [1]. Ve B 1964 rony G. Schatz u J. Klima noxa-
3amu Ounoxumuueckoe cymiectsosanne MTIHK [2]. B 1981
rogay Anderson et al omucann nociaen0BaTeIbHOCTh HYKIIEO-
tunos renoma Mt/IHK [3]. Bo Bcem mupe, B padote ¢ mtTHK
TOJB3YIOTCS pe(epeHCHON MOCIeI0BaTeIbHOCThIO «revised
Cambridge Reference Sequence» (rCRS), nonrepxueHHON
Andrews et al. B 1999 rony [4, 5].

MI/ITOXOH}IpI/IaJ'H)HI:Ie 0O0IEe3HN — rpymnmna HaCJICICTBEHHBIX
3a00eBaHNH, CBA3aHHBIX C HAPYUICHUSIMH PaOOTHl MUTOXOH-
npuit. Cuntes 95% KIIeTOUHOM SHEPTUH MIPOUCXOIUT B MUTO-
XOHJPUAX B BUJIC MOJICKYJ aJIcHO3UHTPUBOCHOpHON KHCIIO-
Tl (AT®), naymeit Ha nogAep)KaHUE SKU3HU U POCTa Opra-
Hu3Ma. B To BpeMsi, Koria mporCXOosIT HApYyIICHUs B PabOTe
MUTOXOHAPHHU, B caMoll KJIeTKe HAYMHAET Bpra6aTbIBaTbCH
KPUTHYCCKU MaJIO SHCPTUH, YTO B CBOIO OUCPCIAb MPUBOAUT

K HapylIeHuIo ee (GyHKIMU. B TO ke BpeMsi TOBOPHUTH O TOM,
YTO MUTOXOHJPUH — 3TO “SHepreTuueckue GpadpHKK KIETKH
He coBceM npaBuwibHO. Okono 3000 reHOB y4yacTBYIOT B pa-
00Te MUTOXOH/IPUHU, OHH KOIUPYIOT OCNIKM U M3 HHUX TOJBKO
3% (100 u3 3000) orBeTcTBeHHBI 3a cuHTe3 AT®D. Bonee 95%
reHoB (2900 u3 3000) BHINONHSIOT Apyrie (GyHKIUH, CBS3aH-
Hble ¢ muddepeHInpoBKoi KieTkH [5,6].

MuTtoxonapuansHast JTHK xomupyer Tonbko 37 TEHOB,
OCTaJIbHbIE T€HBI PACIIONIOKEHBI B KJICTOYHOM SApE U CHH-
TE3UPOBAHHBIE C HUX OEJKH TPAHCHOPTHPYIOTCS B MUTOXOH-
JIPUH, KOTOPBIE HEOOXOAUMBI JIJIsl METa00JIN3Ma XOJIeCTepHHA,
HEHpPOTPaHCMUTTEPOB, ICTPOT€HOB U CHHTE3a TECTOCTEPOHA.
V3BHE MOCTYNAIOT KUPBI, OSTIKK U yIIEBOABI, U TIPOUCXOAUT
HX OKUCIIEHUE TIPU TIOMOIIHY U YyYaCTHH MUTOXOHpUH [6,7,8].

Cnopanuueckue mytanuu B MTIHK BcTpeuatorcs mpu-
MepHo B 1000 pa3 gaire, 4eM B sIEpHOM Te€HOME, YTO TOBO-
pHT 0 ero HecTabmIbHOCTH [9]. ¥V moneit MUTOXOHIpHATbHAS
JHK (mtIHK) HacnmemyeTcst MCKIIOUMUTEIBHO MO MaTepHH-
ckoit muHuM [10]. Mytanun m1/IHK, MoryT npuBecTtu kx Ha-
CleyeMOoil HeZOCTaTOYHOCTH, KOTOpasl CBf3aHa C YMEHb-
LICHHEeM CHHTe3a HEePruH, HeoOXOIUMOH Ui afeKBATHOIO
pa3BuTHs ¥ oOMeHa BemiecTB [11] MHUTOXOHIpUH SIBIISIOTCS
OJHMMHU U3 BOXKHEHIINX OpraHesll, PeryJupyoMX BEIpadoT-
Ky SHEpPI'UH KJIETKaMU.

[Tpu MUTOXOHAPHANTBEHBIX 3a00JEBaHUSIX CTPAIAIOT OOJIb-
1€ BCEro KJIETKH TOJIOBHOTO MO3Ta, CKEJIETHOW MYCKynaTy-
pbl, cepala, MeYyeH!, MoYeK, IHAOKPUHHON U bIXaTelbHOU
CHCTEM, U OHM IIPU3HAHbI OJHUMH M3 INIaBHBIX IPUYHH LIEJIO0-
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TO psiJia cepbe3HbIX 3a0oseBanuii [12].

Co00IIIECTBO MHUTOXOHJPUALHBIX 3a00JCBaHUI BO3-
HHMKaeT W3-3a HACJICACTBEHHBIX WIHM CIyYaiHBIX MyTaluil B
muroxoHapuansHoi JJHK (mMT/IHK) mnu B simepHBIX reHax
(reHax, pacroJOXK€HHBIX Ha XPOMOCOMAaX, HaXONAIIMXCSA B
A1pe KIETKH).

MuTOXOHIpUaTbHbIE HAPYIICHUS! BBI3BIBAIOT MOJINOPTaH-
HYIO HEZIOCTaTOYHOCTB, C1a00yMHE, MHCYIIBT, CJIETIOTY, IITyXO-
TY, IETCKYIO SHLE(DATIONATHIO U TPEKIECBPEMEHHYIO CMEPTb.
B HacTosiiiiee BpeMsi He CyILIECTBYeT JICUCHHUS MUTOXOHpU-
QJIBHBIX OOJIE3HEH, JIMIIb CUMIITOMAaTHYeCKast TePaIHs.

Bbu10 moacunTaHoO, YTO YacTOTa Pa3BUTHSI MUTOXOH/IPHU-
aJIpHOTO 3a00J1eBaHMs MPUOIM3NUTEIBHO paBHa 1 ciryyail Ha
5000 xuBopoXkAeHHBIX AeTei [13].

C 2000 roma mpoBomuTCsl pa3pabOTKa Pa3IUYHBIX TEH-
HO-TEpareBTUUECKIX METONOB JUIsl MOJAABICHUSI MyTallUi B
MTIHK, Takux kax:

1) anmoronuueckas 3Kcmpeccust (IKCIpeccus reHa MUTO-
XOHJPHAIBHOTO O€JKa B IIMTOIUIa3ME C MOCICAYIOUMM UM-
HOPTOM TakKoro Oejika B MUTOXOH/IPHU U €ro BKIIIOYCHHEM B
MHUTOXOH/IpHUANbHBIE IPOLECCH BMECTO MYTaHTHOI0);

2) KCEHOTONHMUECKasi 3KCIpeccust (IKCIpeccHus B IUTO-
IUIa3Me TeHa, OPTOJIOTMYHOTO MUTOXOHAPHAIBHOMY M3 JIpY-
TOT0 OpraHU3Ma, C MOCJIEAYIONIUM HUMIOPTOM TaKoro Oenka
B MUTOXOHJIPHU M €r0 BKJIIOYEHHEM B MUTOXOHApHAIbHBIE
MpOIIECCHl BMECTO MYTaHTHOTIO);

3) TpaHCchEeKIUsI CHHTE3UPOBAHHBIX iN Vitro MUTOXOHIPH-
anpHbIX TPHK nnu MPHK B k1€TKy, ¢ MX MOClIeayonmm uM-
NOPTOM B MHUTOXOHJPUH U BKIIFOYEHHEM B MUTOXOHJPHAIb-
HYIO TPAHCIISILIUIO BMECTO MYTaHTHBIX;

4) UIMIOPT B MUTOXOHJIPUH «BEKTOPHBIX» HYKJICHHOBBIX
KHCJIOT, HECYIIUX IMOCIE0BaTEIbHOCTH, KOMIUIEMEHTAPHbIE
y4acTKy MyTanuu MutoxoHapuansHoit JIHK, cs3piBarommx-
Csl C ATUMH YYaCTKaMU U MHTHOUPYIOIIUX PEIUINKALUIO MY-
TaHTHBIX MOJIEKYJL;

5) WCHONB30BaHUE CHELMANbHBIX BE3UKYJ, creuuduye-
CKM TPOHMKAIOIIUX Yepe3 MHUTOXOHIpUAIbHbIE MeMOpaHbI
JUISL TOCTaBKU OMOJIOTMYECKUX MAKPOMOJIEKYJ B MHTOXOH-
JpUU C TOCIEAYIOIMM HX BKJIIOYEHHEM B MOJICKYIISpHBIC
HpoLECChl B OpraHesuiax BMecto aedektHbix [10, 14].

JlaHHbIE TEXHOJIOTUH MTOKA3BbIBAIOT CBOKO 3 PEKTHBHOCTD
B DKCIIEPUMEHTAX Ha KyJbTypaX KJIETOK YelloBeKa, HO X 00-
IIUM HEJIOCTATKOM SIBIISIETCSl TO, YTO OHU HE DIIMMHUHHUPYIOT
caMy MyTallii0 B MUTOXOHAPHAIFHOM T'€HOME, a JIUIIb CHU-
JKaloT YpOBEHb rereporuiazMud. IlpoBeneHue pazIHMUHBIX
TEXHHUK, KOTOPbIE MOTYT IIPUBECTH K UCIIPABICHUIO MyTalUi
B MT/IHK 6bL10 OBI O0NEE IepcnekTUBHBIM [10].

B Hacrosimee Bpemsl OZHOM M3 CaMBIX IEPEIOBBIX TeX-
HOJIOTHi1, KOTOpasi IPUMEHSETCSI B KIMHUYECKOM IPAaKTUKE
BCIIOMOTaTEJIbHBIX PENPOAYKTUBHBIX TEXHOJOTHMH, SBIISETCS
NpeArMIUIaHTAllMOHHAs reHeTHnueckas auarHoctuka (I1T7T),
KOTOpasi MPOBOJAUTCA JJIS JUArHOCTHUKU HACJIEAyeMBIX Ie-
HeTHUeCKUX 3aboJieBaHUIl Tepen MpOBENEHHEM IMepeHoca
SMOPHOHOB B MOJNOCTh MaTku. Ho, K coxaleHHIo, JaHHAas
TEXHOJIOTUS HelpuemsieMa JUIsd IUarHOCTUKY U JICYeHHUS Ha-
CJICyEMbIX MUTOXOHIPHATBHBIX 3a00JICBaHUI. ITO IPUBEIIO
K TOMY, YTO Y4€HbIE Pa3HbIX CTPaH 3aHUMAIOTCS TOUCKOM pe-
HICHUS JAHHBIX TPOOICM.

B Teopun, nepenauy mt/IHK ot mMarepu peGeHKY MOXKHO
npepBaTh HECKOJIBKUMH CHOCOOaMH: MepecanKod mposiep,

nepecaakoi BepereHa, aectpykiueit MTJIHK B MaTepuHCcKoit
ainexeTke [13,15]. Yuurteisas 1o, 4T0 MU IPOHUKHOBEHHH
CIIEpMaTO30Ua B SIMIIEKIETKY NMPHU OIUIOAOTBOPEHHH, CIIEp-
MaTo30H]] TePSET CBOM XBOCT, TO BEPOATHOCTh Iepeadu 1o-
TOMCTBY M HAaCIJIeIOBAaHUSI MHUTOXOH/IPUAIIBHBIX 3a00JI€BaHUI
KpaiiHe HU3Kas U He UMeeT OonbIioro 3HadeHus [ 16]. Hecmo-
Tps Ha TO, yTo TeHoB B MT/IHK He MHOro, MyTaiuu B HUX
CBsI3aHBl KaK C HACJI[ICTBEHHBIMHU 3a00JICBaHHUSMH, HO M C
BO3PACTHBIM CTapeHueM opranusma [17].

Meroauka nepecagky BepeTeHa 3aKIIodaeTcs B epeaue
BepeTeHa Bo BpeMst Metadasbl 11 u3 HeormoqoTBOpeHHOTo 00-
IIUTa TIOPKEHHOH JKSHIIMHBI B JOHOPCKHH 00OLUT Oe3 spa.
Jy1s 3TOro U3BJIEKAETCS SIIEPHBII TEHETUYECKUM MaTepya OT
ofHOTO ooiUTa 0e3 mutoxonapuansHoi JIHK, 3arem mepe-
HOCHUTCSl B JIOHOPCKHMI OOIMT, SIIPO KOTOPOro ObuLIO yxae-
HO (LIMTOIUIACT), HO B KOTOPOM COJEP KUTCS MOJHBIN Habop
mutoxoHapuanbHbiX JJHK. Breimonnsercs 3to cnenyromum
CIIOCOOOM: 3peJible OOLUTHI U3BJIEKAIOT BO BTOPOM MHTOTH-
YECKOM JICJIEHUM U 3/1€Ch SIIEPHBII F€HETUYECKUI MarepHuall
MPEACTaBIECH B BUJE BEPETEHO-XPOMOCOMHOIO KOMILIEKCa,
COCTOSILIIETO U3 KaproC(epbl MPUKPETUICHHOW K HUTEBUIHBIM
BOJIOKHaM BEpETeHa, TMPH ATOM 3axXBaTbIBAeTCs HEOOJbILIOE
KOJIMUECTBO KJIETOUHOW MeMOpaHbl (Kapuoriacta). 3arem
MPOU3BOAUTCS CIMSHUE KapHOIUIACTa C IIUTOIJIACTOM C TIO-
MOIIbIO STOHCKOTO IFeManTIOTHHHPYIOIIEro BHpyca U B TIO-
CJIEITYIOIIEM OOLUT MOXKET OBITh OIUI0A0TBOPEH. C MOMOIIBIO
aToi TexHonornu Masahito Tachibana u ero komiern u3
Oregon National Primate Research Center B 2009 1. cMorin
OILTOJIOTBOPHUTH caMKy Makaku (Macaca mulata). Y 00e3bsi-
HBl pOIWIINCh Onu3Helpbl. [eHeTHuecKuid aHamu3 MoKasall,
YTO SIZICPHBIA T'€HOM OBUI YHACJEOBaH HCKIIIOUMTEIIBHO M3
Kapuoruiacta, a Mutoxouapuanbias JJHK — ot monopa mu-
tortacta. B 2017 roxy Gimu3Henam ObUIO 5 JIET, ¥ OHH OBbLIH
MOJTHOCTHIO 3710pOBHI [18].

[TepBbIM KMBOTHBIM, KOTOPOE OBUIO POXKIEHO OT Tpex
ponutesnell ObLTa 3HAMEHHUTas oBeuka Jlomimu — ofHa oBeuka
OCTaBWJIa €1 'EeHETUYECKUIl MaTrepuals, BTOpas — IOLApHU-
Jla TIEpBYIO SIMLIEKIIETKY, a TPEThsl — BBIHAIIMBANA ee Iocie
ycnemHoro nepeHoca JIHK mepBoro pomutens B MOIOBYIO
KJIETKY BTOPOTO POJHUTEIS.

s mpoBeneHuUs NepeHoca MposAep, HpeiBapUTEIbHO
MPOU3BOANTCS Haceuka Ha MeMOpaHe OIUIOZOTBOPEHHOI siid-
HEKJIETKH MallMeHTOB-3aKa34MKOB, Yallle BCEro C MOMOIIBIO
Ja3epa, a 3aTeM CIEHATNUCT-3MOPHOIIOT IPOBOAUT U3BIIEUE-
HUE NPOAJEP CHELMAILHON ITUIIETKOM.

TakuM e MeTo10M ITPOBOAUTCS YIaJIeHHE IPOHYKJIEYyCOB
13 OIUIOAOTBOPEHHBIX JNOHOPCKUX silnekierok. 1Iposiapa 3a-
Ka34HMKOB-IIALIMCHTOB IEPEHOCSATCS B OILYCTOILICHHYIO IOHOP-
CKYIO SIHIIEKIIETKY, 3aTeM 3TH SMOPHUOHBI MOTYT MPOXOJHTh
JanpHellee KylbTUBUPOBAaHUE B CIIELHAIBHBIX HHKYOaTo-
pax. Ha 5-6 neHp KynbTHUBHPOBaHUS SMOPHOHOB ITPOBOAUTCS
TEHETHYECKOE MCCIIEA0BAHNE HA HOCHUTENIBCTBO XPOMOCOM-
HBIX 3a00JIeBaHUI U pelaeTcs BOIPOC O MPOBEACHUH Iepe-
HOCa 3MOPHOHOB B TIOJIOCTh MaTKH.

B nauane 2000-x rogoB Douglass Turnbull u3 Newcastle
University (BenukoOpuraHusi) TECTUPOBAIU U IPOBOAWIN
JAHHYI0O METOJUKY Ha SMOPHOHAX, NOITYyYEHHBIX OT MBIIIEH,
B IOCJIEAYIOIIEM METOIMKA OblIa C YCIIEXOM IpHMEHEHa B
KITMHUYECKOM mpaktuke [19].

B 2015 rony amepukanckue yuenbie-Ouonoru Alejandro
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Ocampo u Juan Carlos Izpisua Belmonte u3 Salk Institute
for Biological Studies in La Jolla npennoxuin MeToauky
nectpykuuu MTJHK. B skcnepuMenTe ucmonb30Baiuch
JKEHCKHE TaMeThl (OOLUTHI) MBIIICH, B KOTOpPBIE MPOBOAU-
nock BHenpeHue cermenta PHK, xotopas mpomyimposaina
JHK-sH10HYKI€a3y, ABISIONIYIOCS Pa3AeIIoNUM HIN pa3-
pymaronmM depmentoM. DepMeHT IHIOHYKIIEa3a OOHapy-
JKMBaeT Je(eKTHbIe, MyTHPOBaHHbIE MUTOXOHPHU U Pa3py-
mraet ux JIHK. Jlannas mMeTomuka, mo MHEHHUIO yueHbIX Eric
Shoubridge u Douglass Turnbull, oHa umMeeT ornpeeIcHHbIC
PHCKH, CBA3aHHBIC C TE€M YTO IOCJE HCIIOIb30BAaHMS 3HIO-
HyKJI€a3bl SIMLEKIETKU KCHILUHBI, Y KOTOPOH B LIUTOILIA3MeE
UMeeTcsl OOJIBIIOE KONUYECTBO AC(EKTHBIX MUTOXOHAPHH,
noru6arot. OHAKO B IKCIIEPUMEHTE C MbIIIaMH ObLIO TOJTY-
YEeHO 3/10pOBO€ MOTOMCTBO [20].

Takue TEXHOIOTMM MUTOXOHJPUAIBHOU 3aMECTHUTENb-
Hoi Teparuu (MRT, or anmi. Mitochondrial Replacement
Therapy) kak nepecazka nposiiep 1 rnepecajka BepeTeHa je-
JICHHS B HACTOSIIEe BPEMs C yCIIeXOM NPHUMEHSIOTCS B pas-
HBIX CTpaHax, T.K. 0 CyTH 3MOPHOH, MOJABEPTIIHIACS TaHHON
MaHUITYJIALHUH, MOJy4aeT TeHeTHYEeCKyl0 WH(OopMaImoo ot
«tpex pomuteneity — JIHK orma, marepu, a taxke MtIHK
SIATICKJICTKY JKCHIUHBI-TOHOpa. B ciydyae poxiaeHus pedeH-
Ka ero MOJKHO Ha3BaTh «PeOEHKOM TpeX pOAMTENei», a caMm
(eHOMEH — TPOHHOE POAUTENLCTBO. Y 3Ta TEXHOIOTHS MpHU-
3HAETCsl YUCHBIMH OJHOM M3 CaMbIX NEPCIIEKTUBHOM B HACTO-
see Bpems [21]. DTa TeXHOIOTUSI B HACTOSIIEE BpEMS YiKe
3aKOHOJATENIFHO pa3pellieHa IS MPUMEHEHHsS B KIIMHHKaX
SKCTPaKOPIOPaIFHOIO OIJIONOTBOPEeHUs B Benukooputanuu.

MST (maternal spindle transfer) — meron npeamosnaraer
MepEeHOC MaTEPUHCKOTO BepeTeHa B IIPEABAPUTEIIEHO SHYKIIE-
UpOBaHHBIA NOHOpckui oouut. Ilocnenyrouee nposeacHue
pytunHoi nponenypsl UKCH cnepmoit Myxa U KyJIbTHBU-
poBaHKe IMOPHOHA JI0 CTAIUU OJACTOIMCTHI C TIPOBEIACHUECM
MPEUMITIAHTAIIMOHHOTO TeHETHYECKOT0 CKPHHUHTA.

st meromuku PNT (pronuclear transfer) — oounTs! peru-
MHEHTa U JIOHOpa OILUIOOTBOPSIIOTCS CIEpPMOil Myska mocie
BU3yaIM3allil OIUIONOTBOpeHus. [IpoHYKIeyCchl M3 3UTOTHI
pelLienieHTa HyKHO IIEpeHeCTH B 3UT0Ty AOHOpPA JI0 UX CIIU-
SHUS (TIPEABAPUTENIFHO U3 3UTOTHI IOHOpA YAAISIOT MIPOHY-
kieychl). Ilocne yero sSMOpPHOHBI TaK e KYJIBTUBHPYIOT 10
CTaJMu OJIACTOIMCTHI U ITPOBOJIAT TeHETHYECKUIT CKPUHKHT.

PBT (polar body transfer) — nonsipHoe Teno penunueHTta
UCTIONB3YeTCs BMECTO SIIEPHOTO MaTepHaa, U3BICUECHHOTO U3
HOPMAJIHOTO OOIIUTA PELUNUEHTA. DTO MOXKET ObITh HCIIOJb-
30BaHO B MST unu PNT. /laHHBIE TEXHOIOIMH HO/IBEPTaIUCh
U TIOJIBEPTraloTCsl KPUTHKE CO CTOPOHBI MPaBUTEIBCTBEHHBIX
opranoB u yueHoro coomiectea u B 2001 r. FDA CIIA BBe-
Jla MOpaTropuil Ha J00ble MAHUIMYISIUK ¢ SMOpHOHaMu [22].
Taxue y4enrble-renetrku, kak Shoukhrat Mitalipov, Masahito
Tachibana, Douglass Turnbull cBoumu ycriexamMu CHOIBHININ
00LIECTBO K MEPEeCMOTPYy 3aKOHOJATEIbHBIX aKTOB, KOTOPBIE
3aTparuBarOT OTpacib TEHETHYECKOM MEAMIMHBI M, B 4YacT-
Hocti, M3T. OHUM U3 NEepBbIX, NPHHSBIIMX MONPABKH B 3a-
KOHOZATEeNIbCTBO, OBLIO NMPaBUTENIBCTBO BenmnkoOputanuu. 3
¢eppans 2015 . npaBuTenbcTBO Benukoopurannu 1 Human
Fertilisation and Embryology Authority (HFEA) cusinu 3ampet
Ha METOJ1 OIUIOAO0TBOPEHMs, U3BecTHBIN kak M3T [23, 24].

27 centsopst 2016 1. rpynna uccienoBarened u3 New
Hope Fertility Center (Hbro-Mopk) cmemamn 3asBienne o
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MIPOBEJICHUU TPOLETYPHl 3a4aTHsl, IPH KOTOPOM HCIOJIB30-
Banoch JIHK Tpéx uenosek. Ilponenaypa Obuia mpoBeacHa
nape, B KOTOpO# cympyra cTpajaajia pelkuM HeiipoMeTadonu-
YECKUM MHUTOXOH/IPHAIILHBIM 3a00JIeBaHHEM — CHHIPOMOM
Jlest 1 OHU yKe Ha TOT MOMEHT IIOTEPSUIM JBOUX JETel. Yue-
HBI€ TPAHCIIOPTHPOBAIHA MATEPUHCKOE SAPO B TOHOPCKYIO Jie-
HYKJICUPOBAaHHYIO SAHIEKIIETKY CO 30POBBIMH MUTOXOHIPUSI-
MU, KOTOPYIO OILUIOJIOTBOPUJIM CIIEpPMaTO30MJI0M cympyra. B
UTOTE OBUTH MONYYEHBI - CMOTU(PUIMPOBAHBI IATH SMOPHO-
HOB. OnMH U3 SMOPHOHOB OBLT MEpeHeceH B IOJOCTh Mart-
k1 Oymymielt Mmarepu, kotopbri nomyumn kak JJHK ot o6oux
poauTenel, Tak u JOHOPCKYI0 MuToxoHapuaisHyto JJHK. B
2016 rony yuensim JlaBunom Knancu (BennkoOpuTanust) Bbl-
CKa3aHO OITaceHHe, YTO COXPAHSAETCA BEPOSTHOCTH TOTO, YTO
BMECTE C MAaTEPUHCKUM SIPOM B JOHOPCKYIO AHIEKIIETKY T10-
MaJalo0T U HEKOTOpbIe AedeKTHbIe MUTOXOHIpUH. [10 TaHHBIM
John Zhang (2016 r.) BeposITHOCTH MOMamaHus Ae(hEKTHBIX
MTIHK cocraBnser 1.6-5% [25].

13 oktsi0ps, 2016 1. ykpanHCckui uccienoBarens Baie-
puii 3yKUH COOOIIHI 00 YCIICITHOM MPOBEACHUH POICAYPHI
MPOHYKJIEapHOTO TpaHcdepa ABYM MalMeHTKaM, KOTOpble He
CTpajaiy 3a00JIeBaHUSMH MUTOXOH/IPUI, HO MIMEJIN HEO/IHO-
KpaTHbIe 0e3yCHelIHbIe MONBITKH JICYEHHUsT METOJOM JKCTpa-
KOPIIOPabHOTO OMI0A0TBOpeHHUs. IIpeanocsuikamu Kk mpoBe-
JICHUIO TaKOTO JICYEHUS SIBUJIOCH TPEIIONI0KEHHE O TOM, YTO
y JIJaHHBIX MAIlHIEHTOK UMeJIach MUTOXOHpUalIbHAs HeloCTa-
TOYHOCTH Y IO3TOMY TpebIyLIHe OEPEeMEHHOCTH 3aKaHUH-
BaJIMCh NIPEPHIBAaHUEM Ha PaHHUX CpoKax [26, 27].

JlaHHBIE MCCIeI0BaHMS MO3BOJISAIOT PaccMaTpUBaTh Mpo-
BE/ICHHUE ATUX TEXHOJIOTUH B CICIYIONINX CIydasx:

1. nedyeHune OeCIUIONUs Y MALMEHTOK CTApLIEro perpo-
JYKTUBHOTO BO3pacTa (0COOCHHO NMPH MHOTOKpPATHBIX He-
YIA4YHBIX MOTBITKAX);

2. neyeHue OeCIUIOANS MAIlMEHTOK, Y KOTOPBIX B MPE/bl-
nyumx mnporpamMmax OKO He ObUTO TONyYeHO 3MOPHOHOB,
MPUTO/THBIX K MEPEHOCY, UM He ObLIO BBIX0/a OJIACTOLHCT;

3. nedyeHue MaMeHTOK C NMPEXAEBPEMEHHBIM CTapeHHEM
PENPOAYKTUBHON CUCTEMBI;

4. redyeHMe MAIUEHTOK C KpaiHEe HU3KUM OBAapHaJIbHBIM
pe3epBOM, KOTOpBIE HY)KIAIOTCSA B MCIIOIB30BAaHUU OOIUTOB
JIOHOpa, HO HE JKENAI0T UX UCIIOJIb30BATh.

IlepeHoc sapa HEe TOIBKO YMEHBIIIAET PUCK, YTO PEOCHOK
CTaHET HOCHUTEJIEM T'€HETHMYECKHMX MUTOXOHAPHAIBHBIX 3a-
GoneBaHMH, MepegaroNXCs 10 MAaTEPUHCKOHN JIMHUM, HO 3a
cyeT mepeHoca B SHIEKIETKy Marepuana Oosee MOoIofon
JKeHITUHBI-T0HOPA, TIOBBIIIAET IIAHCH Ha YCIENIHYyIo Oepe-
MEHHOCTb.

VYuensiii-renetuk Dieter Egli n3 KomymoOuiickoro yHu-
BEPCHUTETa, M3BECTHBIH CBOMMH pabOTaMH CO CTBOJIOBBIMHU
KJIETKaMH, IOAIePKajl KOJUIET, 3aHUMAFOIUXCSI HOBBIMU TEX-
HOJIOTHSIMH, CcKa3aB: «OHH TPOSBHIM OOJBIIOE MYXKECTBO,
3aBeIOMO MojBepras cebs pe3koil KpuTuke. S 1ymaro, 4To
B Ha/30pe U KOHTPOJE €CTh OIpPEAETICHHBIN MepeKoc, u3-3a
KOTOPOTO HOBBIE€ BHJIBI JICUCHHS OTKJIAJBIBAIOTCA B JOITHH
SIIUK, TO9TOMY HY>KHO IOCTYIaTh UMEHHO TaK».

BBIBO/IbI
Criopsl, KOTOpBIE BeIyTCS U elle OyayT BeCTHCh BOKpPYT
JIOHAIIMM OPTaHOB-KOMIIOHEHTOB KPOBH, IOJIOBBIX KJIETOK HE
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YTUXAOT, y4uThiBas To, 4to MT/IHK urpaer Baxnyio poib Taxue BumHble ydeHble, kak Paula Amato, Masahito

BO MHOTHX Mpolieccax YejgoBedeckoro oprannsma u o6 stom  Tachibana, Michelle Sparman, Shoukhrat Mitalipov BHecn

OBUIO CKa3aHO BHILIE. OTPOMHBIN BKJIAJ| B Pa3BUTHE ICHHOM WH)KEHEPUHU, U 3TO, B
JloHOpCKHE MHTOXOHIPUM HECYT OTPOMHYIO HMH(Op-  CBOK ouepeb, TpeOyeT BHECEHMs W3MEHEHHWiIl B 3aKOHOIa-

MalHi0 ¥ 3TO CIYXXHT CBO€OOpPa3HbIM MOCTOM HMHTETpAallMM  TeJbHBIC aKThl U MPEAIOIaraeT pa3BUTHE M MEPECMOTP Kak

mexny MTIHK u nyxneapnoit JTHK. COIIMAJIbHBIX, TaK U 9TUYECKUX acmekToB [28, 29, 30].
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TYUIHJIEME
MUTOXOHJIPUSIIIIBIK AJIMACTBIPY TEPAIIUSCHI: BOJIAIIIAK? KA3IPI'I COT?
JI.P. Yajosa'!, B.H.JTokmun?

DKIIIC «M1» Health and Science Center
Hyp-Cynran
2XKPO Persona, AnMarsl

OneMIiK oneOueT aepekTepi OOWBbIHIIA OTKI3UIreH OyJl MIONyla MHUTOXOHJAPHSUIBIK aypyjiapiblH KaJlbINTACYbIHIAFbI
mutoxoHapusuiblk JTHK(MTIHK) penin anbikTayFa THIPBICTHIK. TYKbIM KyaJlaWTBIH aypynapAbl, aTan aiTKaHaa MUTOXOHIPUS
aypyJapbIMeH OailyIaHBICTBI €My SICTEePiHIH KODKETIMIUIITIH aHBIKTAy JKOHE KOCAJKbl PENPOAYKTUBTI TEXHOJOTHUsIIap/a
MHTOXOHJIPUSUIBIK alTMacThIpy1b! TepanusHeiH(MPT) pestin anbIkTay.

MEDLINE, EMBASE, Kokpanor kitanxaHacsinaa, PubMed sxoHe Oacka Ja akmapar Ke3AepiHCH FhUIBIMH MakKajajiap
IpIKTEJIII abIHIBI.

I3ney crparerusicel «mitochondrial diseases», «mitochondrial replacement therapy», «three parent baby», «ART», «genetic
engineering geneticyTepMUHEPIH OipiKTIpi.

I'eHyik MH)KEHEPUSHBIH KapKbIH/BI JKOHE OYJDKBITIAN AaMybl 3aHHAMAJIBIK aKTiIepre e3repicTep eHrisyai Tajan eTei.
CoHpaii-aK 9J€yMETTIK XKoHE ITUKAIIBIK aCIeKTUIEp/Ii TaMbITy MEH KaiTa Kapay/ibl Ke3aeH .

Tyiiin co30ep: MumoxoHOPUsIbIK aypyaap, MUMOXOHOPUSIILIK AIMACMbIPY MEPANUACHL, YIUMIK Ama-and, 2eHOIK UHIICEHEPUSL.

SUMMARY
MITOCHONDRIAL REPLACEMENT THERAPY: FUTURE OR PRESENT?
L.R. Chalova!, V.N. Lokshin?

'LLP «M1» Health and Science Center
Nur-Sultan;
2ICCR Persona, Almaty

In this review, conducted according to world literature, we sought to determine the role of mitochondrial DNA (mtDNA) in
the formation of mitochondrial diseases. To determine the availability of treatment methods for hereditary diseases, in particular
those associated with mitochondrial diseases, and to assess the role of mitochondrial replacement therapy (MRT) in assisted
reproductive technologies.

The scientific articles corresponding to the chosen goal are published on MEDLINE, EMBASE, in the Cochrane Library,
PubMed, and other information sources.

The search strategy combined the following search terms “mitochondrial diseases,
“three-parent baby,” “ART,” “genetic engineering”.

2

mitochondrial replacement therapy,”

Key words: Mitochondrial diseases, Mitochondrial replacement therapy, three parent baby, genetic engineering
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