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MUTOXOHAOPUAJTIBHAA HACJIIEACTBEHHOCTD

MoaroréBuna:

ctyneHTka UOOuP
~ 106-cpo-1

~ NlactyxuHa
e . EkaTepuH



MuTtoxoHapuanbHas OHK

MuTtoxoHapuanbHas OHK (mTAOHK) — [HK, Haxoaswascs (B
oTnnyme ot aaepHon OHK) B MUTOXOHOPUSX,
opraHesnax aykapnoTuy4ecknx KneTok.

KoHTponsHas obnacte
wnn d-neTns

125 pPHK LuToxpom b

= CybveanHuubl
NADH-perngporeHassl

165 pPHK

22 TPHK-kopunpyowmnx reHa

B 13 obnacTten, kogupyrwmnx benkn

CybbeanHnLbI
NADH-gerngporeHassl

& ) CybrepaunHuubl
"«-\-_:«,’;t_\ A?-{ff;f\lAD H-pernpgporeHaszs
. v
P R
e 0§ CybrepunHuubl
, LWTOXPOMOKCM A a3kl
Cy6LennHULLbI CybregnHuU bl

LU TOXPOMOKEN A azkl AT P-CMHT a3kl



[ eHbl, 3aKoAMpoOBaHHLIE B
MutoxoHapuanobHou AHK,
OTHOCSHTCH K

rpynre nnasmareHos,
PAacCroSIOXKEHHbIX BHE A4pa
(BHE XPOMOCOMBbI).
COBOKYMHOCTb 3TUX (PpaKTOpPOB

HacneaCcTBEHHOCTH,
COCPEenOTOYEHHbIX

B LMTOMNa3smMe KneTku,
COCTaBIAET MMa3mMoH JaHHOro
BuAa opraHM3mMmoB (B OTNinyme
OT reHoma).




NWCTOPUA OTKPbITUA

MwuTtoxoHapuanbHasa [HK 6bina
oTKpbiTa Maprut Hacc n CunbseH
Hacc B 1963 rogy B CTOKrofisMCKOM
YHUBEPCUTETE NpPU

MOMOLLN 3NEKTPOHHOW MUKPOCKOMUN U,
He3aBUCMMO, Y4EHbIMU INSIEH
XapncopyHHep, XaHcoM

Tynnu u FlotTdbpnaom Wauem npwu
BroxmumMmnyeckom aHanunse dopakumn
MUTOXOHOPUN OpOoXxKen B BeHckom
yHuBepcutete B 1964 roay.

MonudunneTnyeckas rpynna rppéos
Opoxoku



nn, MuToxoHapuanosHaa OHK
npoun3soLUsia OT KOSbLEBbLIX MOMNEKYIT
OHK 6aktepuin 1 Nno3aTOMy UMEET
NHOE MPOUCXOXKOEHNE, YEM
aaepHbIn reHoMm. Cenvac
npeobrnagaeTt To4ka 3peHnd,
COrflacHO KOTOPOU MUTOXOHOPWUMN
NMET MOHOUMETNYECKOE
NPOUCXOXAEHME, TO eCTb ObINK
NpMoOpeTEHbI NpeaKkaMmn aykapuoT

NULLb OOHaXAOb!.



Ha ocHoBaHuMM cxoacTtBa B nocnegosaTenbHOCTAX Hykneotuaos OHK
bnvKanwmmMm poacTBEHHUKAMM MUTOXOHAPUIN CPEON HbIHE XUBYLLINX
NPOKapUOT cuymTaloT anbda-nporeodakTepmn (B YaCTHOCTU, BblABUrarnach
rmnoTesa, YTo K MUTOXOHOPUSM ONU3KN PUKKETCUN).




TEOPUN BOSHUKHOBEHUA
MUTOXOHAOPUAJIBHOU OHK

Ha ocHoBaHuKM cxoacTBa B nocriegoBaTenbHOCTAX Hykneotugos AHK
BrnvkanwmnMmm poacTBEHHUKAMU MUTOXOHAPUN CPEaN HbIHE YKMUBYLLINX
NPOKapunoT cunTatoT anbda-nporeobdbakrtepuin (B YaCTHOCTU, BblaBuranach
rmnoTesa, YTo K MUTOXOHAPUSAM BITN3KU PUKKETCUN).




PUKKETCUU

[—Pj'leDA-I'IPOTEOEAKTEPI/II/I 7

CpaBHUTENbHbIM aHanM3 reHoMoB
MWUTOXOHOPUI NOKa3bIBAET, YTO B Xo4e
SBOMIOLIMN NPOUCXOAUIO0 NocTeneHHoe §
nepemeLleHne reHoB Npeakos
COBPEMEHHbIX MUTOXOHAPUN B 94P0
KNeTkn. HeobbACHMMbIMU C
9BOJIIOLMOHHON TOYKN 3peHUS
OCTalTCA HEKOTOPbIE OCOBEHHOCTU
MuToxoHapuansHon HK (Hanpumep,
O0BOSIbHO OOSbLLIOE YNCITO MHTPOHOB,
HeTpaguUNOHHOE

Mcnonb3oBaHWE TPUMNSETOB U Apyrue). |
Beunay orpaHnyeHHoro pasmepa k
MUTOXOHPWAnbHOro reHoma 6onbluas !
YaCTb MUTOXOHApPWaNbHbIX 6eNKoB ¥ 4
Kogupyetca B aape. [pu atom '
BorbLUas YacTb MUTOXOHAPUAMbHbBIX
TPHK koanpytotca ’,'
MUTOXOHAPUAanbHbIM FrEHOMOM. 1




®OPMbI N HNCITO MOJIEKVYIJI

MUTOXOHOPUAJIbHOWU OIHK
Y 60MbLMHCTBA N3YYEHHbIX J @ HO

OpraHnM3MoB MUTOXOHAPWUN coaepXaT
TONbLKO KonbueBble Monekynbl OHK, y
HEeKOTOpPbIX pacTeHUN OAHOBPEMEHHO
NPUCYTCTBYIOT N KONbLEBbLIE, U
NMMHEWHbIe MONeKynbl, a

ypsiga npoTUCToB (Hanpumep, MHPY30
PUN) UMEKOTCS TONbKO NMHEWHLIE
MOREKYIbI.



®OPMbI N HACITIO MOJIEKVYII
MUTOXOHOPUAJIbBHOU OHK

0 MutoxoHapumn mnekonuTarLmx obbI4YHO coaepXXaTt OT ABYX
00 OECATU UOEHTUYHbIX KON KonbLueBbix monekyn AHK.

1Y pacTteHun Kaxkgasd MUTOXOHOPUA COOEPKUT HECKOMNbKO
monekyn JHK pasHoro pasmepa, KoTopblie CMOCODHbI K
pekomMmbunHaumu.



®OPMbI N HNCITIO MONEKYN

MUTOXOHOPUATIBHOW OHK

Y npoTnctoB 143 oTpsada KMHeTonnacTmg (Hanpumep,
TPUNaHOCoOM) B 0OCODOM y4yacTKe MUTOXOHOPUN
KMHETOMNacTe) CoaepXuTcs Ba Tmna monekyn OHK —
NWOEHTUYHbIE MAKCU- KOJ'IbLI,aé) O wT |< ANMMHOW OKOSo
1 T. N. 0. " MMHM-KOrbLUA (2 OOO 99 LLUTYK, OKOJ1O
300 pa3HOBMAHOCTEWN, CPEOHAA OANMMHA 0|<ono 1(500 M. 0.).

|

Bce konbua coeanHeHbl B €ANHYO CETb (KaTEHaHbI),
KOTOopas paspyLlaeTcsi U BOcCTaHaBMBAaETCS Npu
KaXkOoM LUUKNe pennmkaymu.

/I\/IaKcm-Konbua rOMOJS1IOrMYHbl MUTOXOHAPUanosHon HK
Opyrux opraHn3amMoB. Kaxkxgoe MUHN-KOSbLO COO4EPXKUT
YeTblpe CXOAHbIX KOHCEPBATMBHbIX y4acTKa U YeTblpe

YHUKAl1bHbIX rmnepBapma6en bHbIX Y4aCTKa.

(B MNHUN-KOJIbLI@X 3aKOAOUPOBaAHbl KOPOTKNE MOJIEKYIbI

Hanpasnawwmx PHK (guideRNA), koTopble
OCYLLEeCTBNAT peaaktuposaHue PHK,
TpaHCKpUbMpyeMbix C reHOB MaKCU-KOSIELL.




HACJIEQOBAHME MO MATEPUHCKOW
JINHUU

Y 60nbLMHCTBA MHOIOKITETOYHLIX OpraHn3mMoB MutoxoHapuanbHas OHK
HacnegyeTrcsa no MaTtepPUHCKOU JIMHUM.

AnuekneTka cogep>XNT Ha HECKOIMbKO NOPSAKOB
bonbue konun mutoxoHapuansHon OHK, yem
cnepmaro3ouna. B cnepmatosonge oObIYHO HEe
bonblue gecAaTka MUTOXOHAPUN (Y YenoBeka —
oAdHa cnuparbHO 3aKpy4YeHHast MUTOXOHAPUS), B
HEBOMbLLUMX ANLEKNETKaxX MOPCKOro exa —
HECKOSbKO COTEH TbICAY, a B KPYMHbIX ooUnTax
NArYLWKU — OEeCATKU MUMNMoHOoB. Kpome Toro,
0B6bIYHO NMponcxoauT Aerpagaumus MUTOXOHOPUN
cnepmaTto3ouga rnocne onnoaoTBOPEHUS.




HACINEOOBAHUE NO MATEPUHCKOM
JINHUU

Tak kak mutoxoHapuanbHada OHK He aBnseTca
BbICOKOKOHCEpPBATUBHOMN U UMEET BbICOKYH CKOPOCTb
MYTUPOBAHNS, OHA ABMISIETCA XOPOLUMM OOBLEKTOM AN
N3yyeHns gounoreHmnn (3BoNLUNOHHOIO PoAcTBa)
XMBbIX OpraH1U3mMoB.

[1na aToro onpeaenaroT nocrnegoBaTenbHOCTH
MutoxoHapuansHou [HK'y pasHbiX BUOOB U
CpaBHMBAKOT UX NPU NOMOLLK cneuuanbHbIX
KOMMbKOTEPHbLIX MPOrpamMmm 1 nosiyvyaroT 3BOSIHOLMOHHOE
OpeBo OnsA n3yyeHHbIX BUOoB. lccneoosaHue
muToxoHapuansHbix JHK cobak no3sonunno
npocneanTb NPONCXoXXAeHne cobak OT AMKNUX BOSKOB.

Mccnenosanne mutoxoHapuansHon HK B
nonynaunax Yyernoseka no3BosinNi0 BblYUCIUTL
«MUTOXOHApWanbHyto EBy», runoretnyeckyto
npapoauTernbHULY BCEX XMBYLLMX B HACTOSLLEE BPpeEMS
nogeun.

MuToxoHApUua/ibHasA EBa

A. Nuclear DNA s inherited B. Mitochondrial DNA is
from all ancestors. inherite-d from a single lineage.
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HACINEOOBAHMUE MO OTLLOBCKOW NIUHUN

CyLLlecTBYIOT Takke OaHHbIE O
MUTOXOHAPMAaNbHOM HacrneaoBaHUM rno
MY>XCKOM NIMHUN Y MINEKONUTAKOLLUX.
OnucaHbl cry4yam Takoro HacnegoBaHus
AN MbllWen, Npyu 3TOM MUTOXOHAPUN,
Nofy4YeHHble OT camua, BNocneacTBmn
oTTOpratTcsd. Takoe aBneHne nokasaHo
OnSa OBEL, U KNOHMPOBAHHOIO KPYMHOro
poraTtoro ckota.




HACIHEOOBAHMUE 1O OTLJOBCKOIZ JINHUU
Y JIOOEWN

 Ilo HegaBHero BpeMEHN CHNTaJ10Cb, HTO MUTOXOHAPUN YENOBEKA HACNEAYTCA
TOJIbKO IO MaTepMHCKOVI NUHWK. Bbin N3BECTEH NLIb OANH-€OUHCTBEHHbIW

crnyyam naymeHTa, y kotoporo B 2002 rogy 4OCTOBEPHO OBHapPYXnnu OTLI,OBCKyPO
MuToxoHapuansHyto HK.

JInwb HepaBHee uccnenosaHne 2018 roga nokasarno,
41O MutToxoHapuansHasa OHK yenoBeka nHorga Bce
XE€ MOXET rnepeaaBaTbCsi U MO OTLOBCKOM NIUHUN.
Hebonbluoe KonmmMyecTBO MUTOXOHAPUN OTLA MOXET
nonacTb B AMLUEKIIETKY MaTtepun BMECTE C
LMTOMNNa3sMoun cnepmarto3onga, Ho, Kak npaBursio,
OTLOBCKME MUTOXOHAOPWUM MOCre 3TOro U3 3UroThl
ncyesator. OgHako, Oblf1Io O6HapyXXeHo, YTo Y
HEKOTOPbIX NI0AEN CYLLECTBYET «MyTauUns, KoTopad
NOMOra€eT BblXMBaTb MUTOXOHOPUAM OTLIAY.




QYHKLUMU MUTOXOHAPU

' CuHTe3 AT® - «3HepreTMYecKun LIeHTp»
kneTku (95% cuHTe3mnpyerca.B'MT)

* Yyactve B metabonuime GMUHOKUENOT,
AVIMA0KSENCCTINPA, CTRRPMACR: MuTtoxoHApManbHBINA reHoM' Yenoseka

HYK/1e0TUAOB
s - 37 reHos, 16. 569 nap Hykneotuaos
* UHmumaums npoueccos anontosa

(Mporpammupyemon KneTouHou cmepTu)
* ' Perynaums 3xcnpeccuu 84epHoro reHoma
* Yyactue B cOHCTBEHHOM BOCPOV3BEACHUM

* 2 rexHa pubocomansHou PHK
* 22 reHa TpaHcnopTHOU PHK
* 13 6enok-koaupyrowmx reHos

Monexyna [AHK 3amkHyTa B KONbUO

['eHbI pacnonoxeHsr o4eHb NNOTHO, Ha obeux
uenoukax AHK, uHoraa nepekpeieaotes



MuToxoHapuanbHOe HacrnegoBaHue

MuToxoHOpuanbHble 60ne3Hu nopaxatoT 0ba nona, Ho NepeaarTcs
TOSTbKO Yepes XKEHLLMH.




BOAE3HU

A

Puc. 12.9
Crrgpon nomcow (hparmnsHon) XpoNocoMel X (CAREpOM
Maoruna-beans)

A - fionKkaa X-xpIavocoMa Mywands (CREE2) 1 KEHILBHBI

crpasa)
- Jivuo noapaCcTKa © CHHADOMOM MapTHHA-bansie:
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OKcnaHcun TPUMNMNETHbIX MwuoToHu4yeckas
anctpodus

NOBTOPOB "



Cnacunb6o 3a BHUMaHue!



