HAHK

» deyxuyeénoweinan
NPRGOIAKPYICHNIA CRUPITL

o Lenu pasHoNanpascnelNme 3 u

MURYM

« Quadeémp 2 ua

» BUONoNuUMepR, MOKROME 7}
RGNRIOMCR HYKNeOMUudbi

o Was cnupanu 3,4 N

* Kawdnit sumox chupany 10
nNap HyKNeomudos, Kawdni
HyKneomud 0,34 Hu no dnuke &
uenu JHK

« Pacrnonowesa ¢ Rape,
Xnoponnacmax,
MumoxoHdpunx

T’EHOM

- COBOKYMNHOCTb
BCeX reHoB opraHu3Ma




Nctopua TepMMHa

TepMUH «reHom>» 6bin
npeano)>xeH NaHCOM
BuHknepom B 1920 .
AN ONUCaHuSA
COBOKYMNHOCTU FreHOB,
3aKJ/IIOUYEHHbIX

B ransiomaHoMm Habope
XpOMOCOM OpPraHU3moB
oaHOro 6nonornuyeckoro
BMAaa




BapuaHTbl reHOMOB
e <




AnepHbIN reHOM - AiHK

XpOMOCOM fifipa

Theory of symbiogenesis

» Konstantin Sergeevich
Mereschkowvsky
"Symbiogenesis and the
Origin of Species" (1926)

+ lvan Emanuel YWallin
“Symbionticism and the
Origins of Species” (1927)

1. Mitochondria

DYKapMnoTUHeCckum
AAEepPHbIN FreHOM
XUMEpPHbIN — HeceT
reHbl 6akrepun,
nepemMecTMBLUMECS
B AAepHbI reHOM B
xopae npouecca
cuMmbuoreHesa.

(Alphaproteohacteria) 3. Nucleocytoplasm
2. Plastids ? Archaea ?
(Cyanobacteria) ? Chronocyte ?

? Chimera ?




AOEPHbIUN TEHOM

fMpsimon Koppensyumn mexkay
kosimm4yecrBom [JHK n1 3BO/TIOLNOHHOM
npoABHUHYTOCTbIO OpraHmn3Ma Her.

:';.f .
‘f'g > Kaetka
e

& ]

—ccaeayemuin pparmeHt AHK




N.D. JlanasHLU

«PaHbLUe gyMaJin, 4TO reHoB y
yesioBeka okoJsio 100 T1biIC., a Ha CaMOM
AeJsie ux oKka3zasioCb OK0J10 35 ThicC.
HepgoymMmeHune NOHATHO: y APO30¢nibi
13 601 reH, y Kpyrsioro no4yBeHHoOro
yepBsi — 19 1bIC., y ropunybl — 25 TbIC.
reHoB. CTo/ib MaJsioe KOJ/IN4YeCTBO reHoB
y yesioBeKa He Nno3BOJISAET BbigeJ/INThb
ero M3 )>XMBOTHOro 4apcTBa U CYNTAThb
«BE@HLIOM>» TBOPEHMUS .




PasMmep reHoMa

Pa3Mep ranmjiouTHOro reHoma

O0BeKT

B Mapax HyKJIEOTHI0B
Mukon/ja3msl 03100
Jybaxrepun (E.coli) 105_107
I puon: @510’
Bonopoc.an 5710
YepBu 108
Mot CKH sc109.5c107
Hacexomble 1085100
PakooOpa3Hble 10D
PrI0BI 3x105.1010
AMpuoUn 7109.7¢1010
PenTunnu 2.30x10°
I THIbI 10
MuUleKORUTAIOHIE 35000
IIBeTKOBBIE pacTeHHs 8 11

2x10 "-10




Pasmepbl reHomoe 1 YACr1o reHoB pa3HbiX OpraHU3MoB

Opradmansl | TeHom | YuonoreHoe | Pasmven reHa| CylLecTBeHHb i
(MIHIMH.) | (ThESaM) (T.NH.) MEHOB
Bakrepun 05-5 | 047429 1-17 <50%
Jpot 12 6 2 <%
HenaETonA 97 19 S =10F%
Henobex 3000 20 20 <5%7?




Ko/ inyectTBO # KauyecTBO

[l

[l

bonbloe konnyecrso [1HK He o6A3aTeNnbHO
NPUHOCUT KayecTBEeHHO HOBYIO UH(poOpMaUMIO.

AmMeba nowsia Ha yBeIMYeHue KoJimyecrTtBa
OHK ona yBennuyeHuna pa3MepoB ssapa v
CaMOM KJieTKN. F'eHOB y Hee MeHblue, YeM Y
naa3Mmoaums, HO OHM KONMMPOBaHbl MHOIO pas.

Y MansspMMHOro njasMmoaus reHos 6osblue,
yeMm y amebbl, a AHK MeHblue ansa
MaKCUMMaJZIbHOU KOMMAKTHOCTHU, 4YTO I
eMy 6bITb BHYTPUKJIETOUYHI
napasmTomMm. b




XapaKTepuCTukum sagepHoro
reHomMma 3yKapuorT

1. N36bITOYHOCTDb

Ha ~ 10° n.H.y 6aKTepuii npuxoamTcs
~5 ThIC. TEHOB.

Ha ~10° n.H. y M1eKonuTarLymx
~26 TbIC. TEHOB.




N36bITOYHOCTb AAEepHOro
reHoMa 3yKapmoT

MuHycCbi

- YBen4YeHne BpeMeHu
cuHTe3a AHK;

- YCJIOXKHEHHbIN npouecc
yasoeHuna AHK;

- BbICOKAs 3HEpProeMKocCTb
- Ha 1 HyKneoTua Ans
BK/1IOUEHUSA B LeMb
OHK HY>XHO 3aTpaTtuTb
~60 Monekyn ATO

Innrocobi

- BO3MOXHOCTb CO34aHUA
CJTOXXHOIO perynsaTopHoro
annaparta, NnoagHMMaloLWero
opraHmn3m Ha 6onee
BbICOKMUN 3BONOLUNOHHbIN
YPOBEHb




NMpUUYnHDbLI N36bLITOYHOCTMU:

e
1. bonbwou pa3Mep reHoB
33 CYeT Hain4yuns MHTPOHOB.

2. TpucyTcTBMe NOBTOPEHHbIX
nocsenoBaTesZibHOCTEMN.
Y s3yKapnoT HEKOTOPhkIE MNoC/1e40BaTE/IbHOCTU
[MOBTOPEHbI COTHWN U ThbICS4YM pas.

3. Hanuuue 60nbLUOro YMcsia He KoaAnpyrowmnx
nocsieaoBaTesibHOCTEM.
BbIMoOJIHAIOT perysisiToOpHyo QYyHKLMIO rpu
TDAHCKPUIUnn, y4acTBYOT B KOMNaKTn3aumm
reHoma.




XapaKTepuCTukum sagepHoro
reHomMma 3yKapuorT

2. KOMNakKTHOCTb reHoMma

lNpn pazHuye pasMepoB reHOMOB Ha
3 nopsigaka, JIMHeHUHbIe pa3Mmepbl
YKapUNOTHUYECKNX XPOMOCOM
consmepumsbl ¢ JHK npokapunor.

bnarogapsi komnakrnsayunm [JHK
HNTb "ykopauyunBaercs'” B 10000 pas.




XapakTepucTiKa reHoB B reHOMe YenoBekKa,

JHaYeHWe CpeaHUX BEJTMYNH

Urcs1o 9K3 0HOR Ha T'eH 8.8
Pazmep 3k30Ha 145 bp
Pazmep maTpoHA 3365 bp
Pazmep S'-HeTp aHcHpyeMor o y4acTKa 300 bp
Pazmep 2'-HeTp aHcHpYeMoOr 0 y4acTKa 770 bp
Pasmep xomupyroueit 4yacTH 1340 bp
Qb1 ast NHHA reHa 27,000 bp




AN
&30

\‘a CTpyKTypa reHomMa uyesioBeka

63-74%0b nnvHbI reHoMa 3aHuUMaloT
MeXreHHble MPOCTPAHCTBA, a NMoJioBMHA U3
HUX — NMOBTOPHI.

[eH yenoBeka BHYTpu «nyctomn»: 95%

BHyTpureHHon AHK - MHTPOHHBI.

O6bwas annHa benok koanpytouwen AHK

okosio 1%o ot reHomHon AHK yenoBeka.

OnunHa, koanpyruwen AHK yenoseka, nuuib
B 3 pa3a 6onblue ANnHbI reHoMa 6aKkTepuin.




Pasmep o6bnactv noBTOpPOB B
reHomax

BapbupyeTt MeXxay TakCOHaMWu:

Y npoxoken oH gocturaet 20%.

Y Mmnekonutarowmx 0o 60%

Y pacteHmn MoxeT npesbiwaTtb 80%.

&9



[TOBTOpPbI B 3YKapUOTUYECKOM
reHome

NMNoBTOopeHHaa OQHK - 3710
HYKNeoTuaHble nocnenoBaTe/ibHOCTHU
Pa3/INYHOU AIMHbI U COCTaBa,
KOTOpble BCTPEYAOTCHA B reHoMe
HECKO/IbKO pa3 nnbo B TaHAEMHO-
NOBTOPEHHOM, JInb6O B
ancneprmpoBaHHOM BUAE.




Knaccndpmkauma noBTopoB

1.l10 B3auMHOU OpUEHTAaLIUU

[

L O O O

npsimbie,

MHBEpPTUpPOBAHHbIE,
CUMMMETpPUUYHbIE NOBTOPbI,
naJuHApPOMBDI,
KOMMJIEMEeHTapHbIe NaJIMHAPOMBDI




Knaccndumkauma noBTopoB

2.Ha ocHoBe noaypeHarypaLum
[1 BbICTPpblie NOBTOPbDLI

[1 YMepeHHble NOBTOoPpbI

[1 YHUKaJibHbI€ reHbl




1. bbICTpbI€ NMOBTOPbI

K 6bICTPbIM NOBTOPaM OTHOCUTCH
catennuntHaa AHK - 310
MMUHOPHbIN koMnoHeHT AQHK,
oTaensaowmmca or ocHoeHou AAHK
npuv ynbTpaueHTpupyrmpoBsaHmm
B rpaameHTe naotHocTtun CsCl.




CatennutHasa AHK

AOHK ¢ TaHAeMHO opraHn3oBaHHbIMMU
BbICOKONMOBTOPEHHbIMMW
nocsiegoBatesibHOCTAMM.

Y HeKOTOpbIX BUAOB 3TU NMOBTOPbI COCTAB/ISIOT 60/1bLLINHCTBO
reHomHou [JHK. Hanpumep, y keHrypoBou Kpbicbl (Dipodomys
ordii) 6os1ee 50% Bcero reHomMa CoCToUT U3 TPEX NMOBTOPEHHbIX
nocnegoBartesibHocten: AAG (2.4 mapa. kornimun), TTAGGG (2.2
mapa. korimi) n ACAAGCGGG (1.2 mipa. Korimi)




Knaccnpumnkauma catesisimtos

1. Mukpocatennutbl - oT 1 o 10 n.o.
B OCHOBHOM noBTopsoLwemcsa 6noke

2. MuuHucatTennautbl - C 601bWLINM
YMUCJZIOM M.0. B UHAMBUAYA/IbHOM
NoBTOpeE




OOHaAPyXEHHDbIN HA XPOMOCOMaAX 5, 4, 15. U
obHapy>XeHHbIN Ha XxpoMocoMax 3,4, 13, 14. n
obHapy>XeHHbIN Ha XxpoMocoMax 3,4, 13,14, 15. n

ogHBnﬂBr'Eca'r@nwwm 4,13,14,15,21. v
OO HaRMRKEEEBIM-HaXROMOCOMaXS, , 4 , 13, 14 , 15,21,

22 1 Knaccmuyeckue caTennnTbl
CaTesuInT 2, UMelLWN 3NIEMEHTAPHYIO MOBTOPSAIOLLYHOCS

eaAnHuUy AMHOM 5 H. n. n obHapy>XeHHbIN Ha
XpoMocoMax 1 n obHapy>XeHHbIN Ha XpoMocoMax 1 , 2 n
obHapy>XeHHbIN Ha XxpoMocoMax 1,2, 10 un
obHapy>XeHHbIN Ha XpoMmocomax 1, 2, 10, 16 ;
Catennur 3, UMELWUN 3NEMEHTAPHYO MOBTOPSAIOLLYOCS
eanHuUy ANMHOM 5 H. n. n obHapyXeHHbIN Ha
XpoMocoMax 1. n obHapy>XeHHbIN Ha XpoMmocoMax 1, 5. u
obHapy>XeHHbIN Ha XpoMocoMax 1,5, 9. n
obHapyXeHHbIN Ha XpoMmocomMax 1,5, 9, 10. n

obHapy>XeHHbIN Ha xpomocomax 1 ,5,9, 10, 13. un
obHapy>XeHHbIN Ha XpoMocoMax 1 , 5,9, 10, 13, 14. u
obHapy>XeHHbIN Ha xpomocomax 1 ,5,9, 10, 13, 14,



Buabl catenJiMToB

2. a-caTeJ/I/IMTHbIE NOBTOPbI, MMEKLLNE 3NEMEHTAPHYIO

nosTopsatoLwytocsa eamHmuy anmHon 171 H. M. n obHapyXeHHble
Ha BCEX XPOMOCOMaXx YesloBeKa;

3. B-caTesuZINTHbIE NOBTOPbI, UMEKLLMNE d/1IEMEHTAPHYIO
noBTOPAIOLWYOCH eanHuuy annHon 68 H. M. n o6HapyxeHHble

Ha Xpomocomax 1 Ha XxpomocoMax 1,3  Ha xpomocomax 1, 3
, 9 Haxpomocomax1l,3,9,13 Haxpomocomax1l,3,9,
13,14 Ha xpomocomax 1l,3,9,13,14, 15 Ha
xpomocomax 1,3,9,13,14,15, 21  Ha xpomocomax 1, 3,
9,13,14,15, 21,22 Haxpomocomax1l,3,9,13,14, 15
, 21,22, Y;

4. y-caTeJUIMTHbIE NMOBTOPbI, MMElL e dJIEMEHTAPHYIO

nostopsowytoca eamHuuy annHon 220 H. M. n obHapyXeHHbIE
Ha XpoMocoMax 8 n obHapyXeHHble Ha XpoMocoMax 8 , X

5. caremnTHblie ROBTOPbI MEIOne SAEMEeHTapHHo————
NOBTOPSAIOLLYHOCSH eANHULY OSTMHON 48 H. N. v obHapy>XeHHble Ha
xboMocoMaX 13 m obHaAbVXXeHHble Ha XpoMocoMaXx 13 14 u



Oco6beHHOCTM caTeJIJINTOB:

1. 9Ta AHK HUKorga He TpaHCUpyeTCcH
M BCTpeYyaeTCA B KOHCTUTYTUBHOM
rerepoxpomMaTtmHe.

B xpomocome yepeayroTcsa y4acTKky retepoxpoMarnHa u
3YyXpPOMaTHUHA.

*Y4yacTKm XpoOMOCOM, KOTOPbIE€ B 3@BUCUMOCTU OT CTaamm
KJIETOYHOIO LUMKJ1a MOTryT 6bITb B COCTOSIHUN KaK retepo-, 1ak
n 3yXpoOMaTnHa Ha3blBarOT paKysIbTaTUBHbIM
rerepoxpomMaTmMHOM.

©YyacTKmn, KOTOPbI€ BCErAa yrnji0THEHbI - KOHCTUTYTUBHbIN
rerepoxpoMarTmH. B HeM, Kak rnpaBunsio, reHOB HET.




OcobeHHOCTM:

2. CatennntHaa AHK o6sa3aTtenbHoO
pacnoJsiaraercs B LEHTPOMEpPHOM
pavoHe.

B mectax pacriosioxxeHuns caresasimtHon [JHK makcumasibHO
KOMMNaKkTmn3oBaHa. B KOHCTUTYTUBHOM retepoxpoMaTtuHe Bce
yetbipe ypoBHS ynakoBku [AHK npeacrassieHbl AaXxe B
MHTEPGAa3e.




OcobeHHOCTM:

3. CatennutHaa AHK Bcerpa
pacnoJsiaraetcsa TaHAeMHO Nno
100-200 eaquHuL B 6n10kKe.




OcobeHHOCTM:

4. Y HeaaBHO 06pa3oBaBLUMXCA Ha
OAHOU TEppUTOpPUN BIN3KUX
BuaoB catennutHaa AHK pa3Has.




2. YMepeHHbIe MoBTOPbI

TpaHCckpubupyembie n
TPaHCAUpYEeMbie WU TOJIbKO
TPpaHCKpubupyembie
nocneposartenbHoctn AAHK




YMepeHHbIe MOBTOPHI

U pezyiamopHble
yuacmkiKu

mMpAaHCKpuoupyemole U | MpancKpuoupyemole,

mpancaupyemble

I'enbl 0e1KOB I'ennl rPHK, sPHK, |JHxaHcepHble

pudocom, ructonosbie |tPHK MOJYJIH, OFi

reHbl, TeHbI perIMKanmu,

MeMOpPaAHHBIX 0€JIKOB, IPOMOTOPLI U

M TOCKEJIETHBIX TEPMHHATOPHI

0€JIKOB, FeHbI TPAHCKPUIIIIU A

MMMYHOIJIO0YJIMHOB




Cxema CTPYKTYPHbBIX 3N1IEMEHTOB (parmMeHTa reHoma yenoseka pasmepom 50 1.n.H.
B Nokyce T-KNeTouHon peusntopa (3P omMocoma 7).
QOKONo NONo BMHEI A NMHBI P& MEHTA 3aHUMAIOT ANeMeHTel, CTRYKTYRa M GYyHKLMA KOTOPBIX NOHATHA. 3TO reHbl
(330Hbl M MHTROHE! ) M NCEBA0 reHbl, KopoTkMe (SINE Y1 gnuHHBle (LINE) gMcnepniposaHHble NOBTOPEI, 4 MMHHBIE
KoHUeEBble N0 BTope! (LTR), ThaHCNO30HB!, MUKD OCA TENAMTEL.
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I. Knaccudukaumsa reHoB

1. YHuKa/IbHbIEe reHbl, MMerLjne cneunajin3mpoBaHHYO

PYHKLUNIO.
Hanpumep, rmobuHOBbIN, NHCY/IMHOBLIN U Apyrue redbl. OHK
SKCMpeccupyrTcsa N1lb B onpeaeneHHbIX KneTkax.

2. YHuKasibHbIe reHbl, obnagarowmne o6ymmMmmn pyHKUNsIMH,
SKCrnpeccupyrowmecs B nogasnstoueM 60/IbLUMHCTBE K/ETOK.

DTWU FeHbl NMNJI0X0 U3YYEHHI.
3. MHO>KeCcTBEeHHbIe CcrpynnnupoBaHHbIE reHsl.

2710 reHbl rPHK, yactb reHoB tPHK, yacTb rmcToHOBbLIX reHOB.
4. MHO>KeCTBEeHHbIe pacCesiHHbIe reHbil.

DTO OCTaBLWAsACSA 4YaCTb MMCTOHOBbLIX MrEHOB, OCTaBLUMECH MeHbl
tPHK n 6onbwmnHcTBO reHos sPHK, a Tak xxe MAIT (MobunbHbIe

ancrieprupoBaHHbie (paccesiHHbIE) reHbl).




II. Knaccudukauuma reHoB

1. reHbl «<«aOoMallHero Xxo3auMcrea»
(KoAUPpYOT TO, YTO BcerAga HY>XHo /110604
KJ/1IETKE HE3aBUCUMO OT TUIMA TKAHMU:
rMCTOHOBbIE reHbl, reHbl tPHK, rPHK 1 1.11.)

2. TeHbl «<POCKOLWWN>» (3TO reHbl, KOTOPbIE
SKCMPECCUPYIOTCSA B K/IETKAX OrNpPeAEsIEHHbIX

TKaHeun u B oripegesieHHoe BpeMs).




PacnpeaeneHne cbyHkumnn 26 383 reHoB YenoBeKa

41.8% - (b VHK ITHIA HEH3B €CTHA

13.5% - Gemat, ceamzaoupreca ¢ JHK

7 20;

].- w0 - TP eI I3 CHIH AT

10.4%0 - deprastmx

17.4%0 - panm® (c wvacoTanm =0.5% )




DKCIIP eC CHUA, PeTTHME AlTHA
M ITOA A PIKAHME TeHOMA

[Tepemaua
CHTHAIa
Opyrue G . Obnpre
7 - . buoxmmErecrue
I HELTII KITeTKH

bosiblue Bcero reHoB OTBEYAalT 3a 3SKCMpPecCcCUro, pernJimkauuvro u
nogaep>xkaHvne pyHKYUNN reHoma;

okoJ10 20% - 3a nepegaJvyy CUMrHasioB Mexay KJ1eTKaMu,

okoJs10 17% - 3a TO, YTOObI K/1eTKa caMa no cebe 6bi1a 340poBa,

AN Apyrux (pyHKUNMN He K1acCupnLunpoBaHbl.




B reHomMme YyenoBeka BbIABNEHO
1112 “reHoB bonesHen” + 94 “cocraBHbIX’ reHa,

obpasylwWwmnxca npn onyxonesbix NepecTponkax reHoma
CYyMMAPHAaA YacToTa MeHdenupyow nx 3aboneeadnii <1% HOBOPOXASHHBLIX

(e cx0BK3X— YMCNO reHoE NPeapacnonoX eHHOCTH Kk BonezHam)

(6)
(12) (&)

(8) (8)

Year
My'raunn E KOOHPYIOI] £ YACTH 'EHa —JIHIIE YACTE H3 BOSMOXHEIX IIPHYHH

norepH ¢ yHxuun. Hpyrag yacTe — gedeKTH NpOLECCHHIA FEHETHYECKOH
uHb opManyy (CONaficHHra, PECYIALRYE TPAHCKPHIILHE H TPAHCIALHH)
McEusick ea, Science (2001), v291, p.1224



\v\) Mo npeacTaBneHVaM Ha MapT
S 2005 roaa, y yenoseka:

=

]

24000 6enok-KoanpyroLWmnX reHoB

1700 reHoB MoryT Hectn 44,500
MyTauun (B cpeaHeM 26 Ha reH),
accouunmpoBaHbiX ¢ 3aboneBaHUSIMMN.

ns octanbHbiXx 10 000 000
M3BECTHbIX MYTaLMN CBA3b C
6bone3HaAMN He BbIABEHA.




MutoxoHapvaJZibHbIU FT€EHOM

MuUuToxXoHAPHNMN - K/IETOYHbIE OPraHesiibl,
MpUCYTCTBYOLNE BO BCEX
YKaApUNOTUYECKMNX OpraHm3Max,
OCYLLECTB/ISOLUINE peaKLUMn KJ1€TOHYHOIro
AbIXaHus C BblAEJIEHNEM SHEPIUMN, KOTOPASs
3aracaerTcs B BU/je
aZleHO3NHTPpUGocpopHou KncsioTbl (ATP).




CxeMa CTpoeHnss MUTOXOHAPUMN:

CxemMa cTpoeHusn
MUTOXOHAPUMN:

1 — BHYTpeHHSAA
MeMbpaHa;

2 —
Me)XxMeMmbpaHHoOe
NMPOCTPAHCTBO;
3 — Hapy>XHas
MeMbpaHa;

4 — MaTpPMUKC;

5 — KpUCTbI.




Oco6eHHOCTH oOpraH13auum
npoLeccoB MaTpUyHOro CMHTe3a

O B MaTpuMkKce MUTOXOHAPUWN HaAXOAATCA
punb6ocombl, oTAIMyalowmecs oT
pnbéocom 3MC.

0O Ha punbocomMmax MUTOXOHAPUM
obpasyetcsa He 6onee 5% oOT BCEX MT-
6enkos.

00 OcHoBHasA 4yacTb 6enkosB
MUTOXOHAPUN, KOAUPYETCA AAEePHbIM
reHOMOM, CUHTEe3UpYyeTCHa Ha
puﬁocomax cly(on” TpaHcnopTupyercs
Nno ee KaHanaMm K MecTty cbopkun. B~ —=




MTAOAHK

Fr’EHOM KJNMIETOYHbIX OpraHen —

MUTOXOHAPUN

KNETKA fm;m MTAHK MuroxoHpapus,

mtAHK

Ango knerkn | TRPIELTE VY ) ronnasa KaMaas MUTOXOHAPHA UMeeT
B HEM coie puTe ocHosHan IHK muoro konui mtHK



Nctopua nayyenuuna Mmt4HK

0 MT NHK 6bina
OTKpbITa MapruT u
CunbBeH Hacc B 1963 .

[l W, He3aBUCUMO, DNeH
XapsicbpyHHep, XaHCOM
ynnu v Frottppmnaom
LLlauem B 1964 r.




25- nain M-xpoMmocomMma

MutoxoHapusa coaep>Xut ot 1 Ao 8
monekyn MTAHK (1000 - 8000 konuwu
Ha KJIeTKY), eaANHON (POpPMbI, T.€.
OAHOro ranjiotTuna, yHacneaoBaHHOrro
No MaTeEPUHCKOW TUMHUWN.




25- nan M-xpoMmocomMma

MTAHK - KonbueBaqa aAByxuenoyeyHas
monekyna AHK, npucytcreyeT B
opraHenne B Buae KoBaJiIeHTHO
3aMKHYTOW cynepcrnnpasim3oBaHHOMU

dopMbI, acCcCoLMNPOBAHOUN C

BHYTpeHHeEN MeMbpaHOou

MUTOXOHAPUWN.




HacneposaHnne MTAAHK

fMopsagok HacnefaoBaHUA o

MT/[IHK
My>XUMHbLI HOCST B cebe

MaTepuHCKyo MTAHK,
HO TOMNBLKO XXEHLLMHbI
nepeaaloT ee CBOMM

AETAM

KPAacHbIM = HOCUTENb
$ i

~

T & B




25- nan M-xpoMmocomMma

OKUNCJTUTEJIbHOTIO C

MT HK 4yenoBeka BK/O4YaeT
16569 n.H., kogupyer:

0 13 6enkoB — KOMMNOHEHTOB
3SH3MAaTUN4YeCKmMX cucTem

DOC(

HOPUTNPOBAHUS

[1 reHbl 2 rPHK n 22 tPHK




25- nan M-xpoMmocomMma.
CTpyKTYypa y CBOUCTBaA:

KOMNaKTHOCTb.

'eHbl rPHK yepepyrotca c reHamum tPHK

Me)XXreHHble y4YacTKu1 npeacraB/ieHbl
KOPOTKMMMU, B HECKOJ1IbKO HYKJ/1€eOTUAOB,
BCTaBKaMM.

NcKro4YeHue - retsisa cMeljeHns, nam D-netris,
MPOTSAXEHHOCTbO 1,1 T.M.H.

JTO He KoAupyoLas CTpykKTypa, obecrieynBaeTr
accouymnauymto MT/JHK Ha membpaHe opraHesiibl U

COAEPXNT camnTbl, HEObXOANMBIE A1 UHULNALINN U
perysasaynn ripoyeccoB pernanKkaymm m
TpaHcKkpuriymn MTHK.




KoHTponbHaa obnactsb
mnun d-neTns
LiuToxpom b

12S pPHK '.l
= / Cy6beanHuLbl
_ & p NADH-AeruaporeHassi

.| 22 TPHK-KOAWpPYIOWUX reHa ||

- CybbeanHnUbI

Cy61=.e.u.u HVILI.bI
NADH- .n.erw.u.porel-l/asbl
/
{ADH-aernaporeHassl

l Cy6beanHuL bl
LLUTOXPOMOKCU A A3bI

Cy61=.e.u.u HUL b
AT®-cuHTAa3HI

Cy6beAnHNLLbI
LU TOXPOMOKCH A,a3bl



25- nanm M-xpomMmocomMma.
CTpyKTYypa y CBOUCTBaA:

HectabunabHOCTD.

HecMoOTps Ha KOMMNAKTHOCTb U OTCYTCTBMUE
MHTPOHOB, MUTOXOHAPWAbHbIA FTEHOM
HecTabusieH — CKOpPOCTb 3BOJ1IOL NN
(MyTnpoBaHua) MTAQHK npeBbillaeT TakoBYHO
ana AHK aaepHon B 10-20 pas.




25- nan M-xpoMmocomMma.
CTpyKTYypa y CBOUCTBaA:

30Ha rmnepsapvabenbHOCTM.

Hanbonee naMeHUYMB KOHTPOJIbHbIU PErMoH
MTOHK, nnm D-netna. OH coaep>Xur
KOHCepBaTUBHbIE U BapunabesnbHble YyYacCTKM.

Hamnbonee nameHnums rmnepsapuabesibHbIN
cerMeHT I pacnoJsioXXeHHbIN Mexay
nosnumamm 16024 n.H. n 16400 n.H.
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Pennaunkauuma v TpaHckpunuua AHK
MUTOXOHADPUUN MJIEKONMUTAOLMNX

Ocob6eHHOCcTH cTpoeHnss MOAHK

B MmTOHK BbiaensatoT H (heavy — ts)xkenasa) v L (light — nerkasa) uenm.
OHM KOMNJIEME@HTapPHbl, HO Pa3/IN4YAIOTCA NO YAEJSIbHOU NMNJIOTHOCTMH, T.K.
coAepiXaT pa3Hoe KOJIMYECTBO "TsaXenbiX” NypUHOBbLIX U “nerknx”

nmMMApMMMNANHOBDLIX HYKJ1EoOTNAOB.

D-netna PHK-3arpaBka PHK-3aTpaeka

ori H H-uenu L-uenu
= [——" \
oriL
/

H-uens



Pennaunkauuma v TpaHckpunuua AHK
MUTOXOHADPUUN MJIEKONMUTAOLMNX

Pennunkauns MmtHK MmiaekonuraroLymnx.

1. popmupyercs D-nerns,
2. cMHTEe3unpyercsa goyepHsasa H-yenep,
3. HaunHaeTcss CMHTEe3 gqo4YepHen L-yenn

D-netna PHK-3arpaBka PHK-3aTpaeka

oriH H-uenu L-uenu
—r [ \
oriL
/7

H-uens



Pennaunkauuma v TpaHckpunuua AHK
MUTOXOHADPUUN MJIEKONMUTAOLMNX

1 d1an penainkaymmn

O6pa3syerca D-netnsa (or aHrn. displacement loop — nernsa
CMeLlleHnsA), COCToALWaNn U3 ABYLIENOYEe4YHOro U ogHoueno4Ye4yHoro
(oTtoaBMHYTOM YacTn H-uenun) yyacrkos.

D-netna PHK-3arpaBka PHK-3aTpaeka

ori H H-uenu L-uenu
= [——" \
oriL
/

H-uens



Pennaunkauuma v TpaHckpunuua AHK
MUTOXOHADPUUN MJIEKONMUTAOLMNX

AByuenoyeyHbl y4yacTtok chopMmpyeTcs 4actbio L-uenm m
KOMMJIEMEHTAPHbIM el CUHTe3npoBaHHbIM dpparmeHToM AHK annHon
450—650 HykneoTnaos, MMeOLWMM Ha 5'-KOHLEe 3aTpaBKy, KOTopas

COOTBETCTBYeT ToOuKe Hauyana cuHTesa H-uenwm (ori H). — 2 3T1an

D-netns / PHK-3arpaska PHK-3aTpaska
ori It H-uenu L-uenw
\
oriL
/

H-uens



Pennaunkauuma v TpaHckpunuua AHK
MUTOXOHADPUUN MJIEKONMUTAOLMNX

3 aTarn.

CuHTe3 L-uenu HauMHaeTcH, korga H-uenb goxoauT 4O TOUKM ori L, T.
K. 065n1acTtb MHMUMauum pennamkaumm L-uenm aocrtynHa ansa AHK-
nosavMepas imiib B oaHOULEeno4Ye4YHoOM COCTOSIHUM, a cneaoBaTesibHoO,
TOJIbKO B pacrJieTeHHOM ABOWMHOMW cnupanun npm cuHtese H-uenu.
AouyepHue yenu MTAHK cMHTE3npyroTtca HenpepbiBHO U aCUHXPOHHO

D-netna PHK-3arpaBka PHK-3atpaska

ori H H-uenu L-uenu
= [——" \
oriL
/

H-uens



ND5

ND4 —

onH

Cytb

12 S pPHK

16 S pPHK

—~ND1

3

.
B 10:+<xonT L-uen

5 3
— LNHMHBSA 1 KOPOTKMIA TRAHCKPHUNTH! H-uenu

~—ND2

onl

NeHbl tPHK 0603Ha4YeHbl
CBeTJ/10-3eJ1IeHbIM
LIBETOM.

ND1—NDG6, ND4L — reHbl
cy6bbeamuny HAQ-H-
aernaporeHasHoro
KOMIUIEKCa;

COI—COIII — reHbl
cy6bveanHUL LUTOXPOM-
Cc-oKcupaasbl;

ATP6, ATP8 — reHbil
cy6bvreanHny ATO-
CUHTETas3bl

Cyt b — reH umtToxpoma
b.




ND5

ND4 —

onH

Cyt b

12 S pPHK

16 S pPHK

—~ND1

5 3
B 10:+<xonT L-uen

5 3

— LNHMHBSA 1 KOPOTKMIA TRAHCKPHUNTH! H-uenu

~—ND2

onl

TpaHckpunuua MTAHK
yesioBeKa, coaepikallen
37 reHosB.

Bce TpaHCKpUNTLI
HauYMHaT
CUHTE3MpPOoBaTbCH B
pavoHe ori H.
Pun6ocomHubie PHK
Bbipe3aloTCH U3
AJIMHHOIO U KOPOTKOIo
TpaHCcKpunToB H-ULenwu.
tPHK n mPHK
ob6bpasyloTca B
pe3ysibTaTe NpouyeccuHra
M3 TPAHCKpUNTOB 06eunx
ueneun AHK.




onH

Cytb

12 S pPHK

16 S pPHK

NDS % Kaxpaa m3 uenen MmtAHK

TPpaHCKpubupyercsa c

--NDt O6pa3zoBaHueM ogHOM

Mmonekynbl PHK,

HauYMHaoLWencs B

pavoHe ori H.

__no2z TMOMMMO ABYX AJIMHHbIX
Mmonekyn PHK,

orit KOMMJZIEMeHTapHbIX H- n
L-uensam, dopMUpyLoTCA
n 6onee KopotTkue
y4dyacTtkm H-uenmnu,
KOTOpble HAYMHAIOTCA B
TOM XXe TOUYKEe U
3aKaH4YMBalOTCA Ha 3'-

5 3 KOHLUe reHa 16S rPHK

B 02+<xonnT L-uenu
5 3
_ LNHMHBSA 1 KOPOTKMIA TRAHCKPHUNTH! H-uenu

ND4 —




onH

Cyt b

12 S pPHK

16 S pPHK

ND5

ND4 —
~ND2

onl

5' 3

I 03T L-uenn

5 3

— LNHMHBSA 1 KOPOTKMIA TRAHCKPHUNTH! H-uenu

~ND1 KOPOTKMX TPAQHCKPUNTOB

B 10 pas 6onblue, uemM
ANTNHHDbIX.

B pe3synbTaTte
npoLeccuHra n3 HMx
o6pasyrorca 12S rPHK mn
16S rPHK, yyacrBymowme
B (b OpMUpPOBaAHUM
MUTOXOHAPUWAJIbHbIX
punbocomMm, a Takxe
dbeHunanaHMHOBaA M
BannHoBaAa tPHK.




onH

Cyt b

12 S pPHK

16 S pPHK

ND5

N3 ANNHHBIX
~—NO' rpaHckpunTOoB
Bblpe3aloTCH OCTaJIbHblE
tPHK u o6pa3syrorcs
TpaHcnumpyeMmblie mPHK,
—ND2 3’'-KOHLbl KOTOPbIX
noJsimageHuInMpyroTcs, a
oilt  B'-KOHLbI HEe
K3NMUPYIOTCH.
CnNavucCUHTI He
NPoOUCxXoamT, T.K.
MUTOXOHAPUWAJibHbIE
reHbl MJIEKONMUTAKOLWMNX
He COAEepP>XUT UHTPOHOB.

ND4 —

3

.
B 10:+<xonT L-uen

5 3

— LNHMHBSA 1 KOPOTKMIA TRAHCKPHUNTH! H-uenu




B MTOHK 3anucaHbl MT-6€5Kun u
6onbwmHcTBO MTPHK (3a uckaroueHmnem
HecKko/ibkux sPHK un yactun tPHK,
KOTOpbI€ TPAaHCMOPTUPYIOTCS B
MUTOXOHAPUIO U3 LINTOrM/1a3Mbl).




Oco6eHHOCT reHOMa MUTOXOHAPUN

1. OTKJIOHEHUSA OT YHUBEpPCaJIbHOIro
reHeTu4eckKoro koaa

B mutoxoHApuax yesoBeka kogqoH AYA koaupyert
METUOHUH BMECTO M30J/1enlinHa B CTaHAapTHOM
KoJe.

KoagoHbl AFA v AT, B cTaHgapTHOM Koje
KoAUpYyroLmne apriuHuH, BJ1ISK0TCS CTOM-KOAOHaMMU.

KoaoH ¥YTA, B cTaHAapTHOM KO/€E SIBJISIFOLLNNCS
CTOM-KOAOHOM, KOAUPYET TPUMNTOPAaH.




Oco6eHHOCT reHOMa MUTOXOHAPUN

2. OgHa monekyna tPHK y3Haer
Cpa3y 4YyeTbipe KoAOHa

22 tPHK pgocratoyHo A4/18 yY3HaBaHums 64
KO/ZIOHOB, Tor/Aa Kak /11 0bbl4YHbIX pnbOCOM
nX A0JKHO 6bITb HE MeHee 32, a y

HEKOTOPbIX OpraHn3Max HanaeHo 4o 61.




Oco6eHHOCT reHOMa MUTOXOHAPUN

3. PepaktupoBaHue PHK

Bkiwoyaet 3ameHy U Ha Y B cTporo
ornpenesieHHbIX Mectax /inbo, HaoboporT,
rnpouncxoant 3amMeHa Y Ha L.

[IpoLecc ocylecTB/ISeTCs crieynpunyecKkmmm
cdepmeHTamMu, ncripaBJieHUO rNoABEPraroTCcs
pa3s/indHblie y4yactku PHK,
NpenmMyL|eCTBEHHO Y4YaCTKU, KoANPYOLnNeE
aMUHOKMNCJIOTHI.




\e"“’
e

PepakTupoBaHue

1 Y BbICWLUMX pacTeHUN ncnpasnisetca ot 3 A0 15%
HyKneoTnaos (B oTaenbHbIX MPHK no 40%)

O Y npoctenwinx - ao 50%.

0 B BOAOpoOCneBbIX MUTOXOHAPUAX peaaKkTupoBaHue
OTCYTCTBYET, UTO CBMAETENIbCTBYET O TOM, UYTO
ANaHHOE CBOWCTBO MNOSIBUJIOCb B 3BOJIIOLMU B CBSA3U
C BbIXO4OM pacTeHUN Ha CyLuy.

0 PepakTupoBaHue HabnwogaetTcsa U B ninactnaax, Ho
TaM OHO cocTaBnseT Bcero okoso 0,13% KoAOHOB.




Oco6eHHOCT reHOMa MUTOXOHAPUN

4. lNepekpbiBaHue reHoB

(B MUTOXOHAPWNA/IbHOM reHoMe KypulLibl reH
Tupo3nHoBou tPHK rnnepekpbiBaeTcsi o4HUM
HYK/1€0TUA0OM C reHoM ymcremHoBou tPHK).




gt
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Ay Y MUTOXOHAOPUANBHBIE TEHOMBI
| PA3JTNYHbIX OPTAHN3MOB

K HacToswemy BpeMmeHn JHK MutoxoHapumu
cekBeHupoBaHa 6onee yem y 20 BUAOB
NPOCTENLLNX, Y YesioBeKa, APOXXeWn,
pACTeEHMN MapLlUaHUMKM 1 apabuagoncuca.




«MutoxoHapuanbHasa EBa» wm
«Y-XpOMOCOMHbIN AgaMm>»

1 Bo3pacT ,EBbI" (T. e. TO4UKN coeanHEHUS
Bcex Tunos MTAHK B npowsioM) npuMepHOo
200 TbiCAY NneT.

0, Y-XpOMOCOMHbIN AgaM" oKa3sancs ropasao
Mosioxe , MTEBbI® okono 100 Tbicay ner.




NMNnacrom

[[eHeTU4Yeckass nHdopmauma naacTtma
(AHK xnoponnactoB 1 MUTOXOHAPWUN)




MutoxoHApPUN paCTEeHUN

KonnyectBo MUTOXOHAPUA B
PACTUTE/IbHOWN KJIeTKEe COCTaBseT

oT 50 go 2000.

KaXxgas MUTOXOHAPUA coaep>XXuT ot 1
no 100 konmnn reHoma.




MutToxoHApUUN paCTEHUN

MuroxoHapuvasbHbl FTEHOM PaCTEHUM
KoaAUpYeT:

3 pubocoMHble PHK,

16 (6onee NnonoBuHbI) TpaHCNOpPTHbIX PHK,
~ 10 pnbocomMasibHbIX 6e/KOoB,

benkun abixaTenbHOW LEMMU,

yacTtb cybbeamHuny, ATO-cnHTETa3hblI,

4 6enka, y4acTBYIOLWMNX B CUHTE3E
umntToxpoma C.

SRS




Cxema obpaszoBaHuns
kosbLuyeBbix monexkyn AJHK
pa3Horo pasMepa B

MUTOXOHAPHNSX PaCTE€HUM.
PexkoMbuHaLunsa npomcxoanT
Mo nNoBTOPEHHbIM y4acTKaM
(o603Ha4YeHbl CHUHUM
LiBETOM ).

N O

D

MuroxoHapuasibHbiIl reHOM pacTeHUN COCTOUT U3

MOJIeKyJ1 pa3HOro pasmepa.
1. "ocHOBHaa xpoMmocoMa”, coaep 1T 601bLIYIO YaCTb reHOB.

2. KonbLeBble pOpMbl MEeHbLUEN AJINHbI, HAXOAATCA B ANHAMUYECKOM
paBHOBECHMM KaK Mexay coboi, TaK U C OCHOBHOMU XPOMOCOMOMU, U
o6pa3yroTca B pe3yJibTaTe BHYTPU- U MEXXMOJIEKYJIAPHOM
pekoMbuHauum




Ofl

/ \ orn e gon

ori ori

b ori

B MmutoxoHApunsx 60/1bLUNHCTBA OPpraHn3MoB (KpoMe BbICLINX
XXUBOTHbIX) Y4acTb Ko/sbLueBbix Mosiekyn AHK npucyrTcrByerT B
Buae OJINFroOMepoB, KOTOPbI€ MOXHO pa3Ae/ZiInTb Ha TPpuU
KJs1acca:

A. JInHeHhHble;

b. KoJ/ibLeBble, nMerwLuyne KOHTYypHyro 4JINHY, KPpaTHYO A4J/INHE
MOHOMEPHBbIX KoJiey,

B. yeriHbleé, KaTeHaHbl, COCTOosILNnNe N3 TorioJiorm4ecCkKmn CBsi3adaHHbIX, T.€.
npoagerbix Apyr B Apyra, MOHOMEPHbIX KoJiely




s N\ C"?@

ori ori

ori

Cxema obpaszoBaHns

JInHenHbIx (A),

kosnbueBbix (b),

yenHbix (B) onmromepos MTJHK.




PactuTtenbHble MUTOXOHAPUN OT/INYAIOTCS
OT MUTOXOHAPUN XXUBOTHbIX.

1. AOoNOJIHUTEeJIbHbIE€ NYTU 3JIEKTPOHHOIOo
TPpaHCNopTa, He conps>XeHHble ¢ cMHTe3oM AT,
BK/1lOYAsa Heconps>XeHHble okncneHmna HALH v
HAL®H CHapy>Xu U U3HYTPU MUTOXOHAPUU, a
TaKXXe HeConpsXXeHHbIN NepeHOoC 3JIeKTPOHOB C
yOUXMHOHA Ha KMcnopoa.

besiku, oCyLEeCTB/ISALMNE 3TN peaKLmnu
(anbtepHaTuBHblie HAL(®)H-aernaporeHasbsl v
a/lbTepHaTUBHAas OKcu/al3a, yYCToOMYnNBas K
LUuaHuay), KoampyroTcs B SiApe.

QYyHKLMNS 3TUX MYyTEHU CBSI3aHa C POTOCUHTE3IOM U
3aKJ/1l04aeTcs B HeobxoanmocTu 6bICTPOro
OKUCIJIEHUST (DOTOCUMHTETUYECKM 06pa3yeMbix

cyb6erpaTos:




PactuTtenbHble MUTOXOHAPUN OT/INYAIOTCS
OT MUTOXOHAPUN XXUBOTHbIX.

2. PaamepomM. [eHOM MUTOXOHAOPUN
pacTteHnn 6onbllue reHoMa XMUBOTHbIX
MUTOXOHAPUMN,




366,924/0

VB o MTAHK apabuaoncuca
‘ (367 1.n.H) B 20 pa3
6onbwe MmTAHK
; yenosBeka (17 1.n.H.)
Arabidopsis thaliana
275,193} .'n';'of(V mtDNA B MmTAHK
s B Jen.e2ebp apa6bugoncuca
U s 3aKoaMpoBaHoO 33

6enka, 3 rPHK un 20
tPHK




PacTuTtesnbHble MUTOXOHAPUUN OTJINHAKOTCH
oT MMTOXOH,EI,pMVI XNBOTHDbIX.

3. BapbupoBaHueM pa3Mepa.

[1 B cemencrBe TbiIKBEHHbIX

y apbysa M1 reHom 330 T.I1.H.,

Yy TbIKBbl OH coaep>xut 850 T.1.H.,
y AblHn - 2400 T.1.H.




Pa3amep reHoMOB MUTOXOHAPUMN
bosiblLe, YyeM pasMep reHoMoB
nnacrngbel (120-160 T1.1.H.), 04HaKo
B MUTOXOHAPWNA/IbHOM reHoMe
pPacTeHUN MEHbLUE YHUKAJIbHbIX
KoAUPYOLLMX MNOC/1Ieq0BaTe/1IbHOCTEM.




NOHK nnactvp

NMnacTtuabl — 3TO0 MeMb6paHHbIe opraHoumAabl,
(bOTOCMHTE3IUPYHOLUNX DYKAPUOTUYHECKUX
opraHun3moB (BbiCLUME paCTeHUs, HU3LWmne
BOAOPOC/IN, HEKOTOPbIE OAHOKJIETOUYHbIE
OpraHu3Mmbl).




Y BbICLLUX pacTeHUN HanaeH uenbin Habop
pPa3/InyHbIX nacTua (xnoponnaacT, JIEUMKOINJIacT,
aMuJIonN1acT, XpoMOnJaacT), NnpeacTaBNASAOLWMNX

cobou psa B3aMMHbIX NpeBpalleHM oaHoro smaa
nJacrtuabl B APYroMm.

NPONNAcTNAE == [TEVNKONNACT w——e= XMODOMNNECT = XDOMONNACT

b

- aMnnonnacT B




B nnacrvpax (xaoponsacre, XxpoMornsaacre,
nenkonsacre) ectb pub6ocombl u HMTb AAHK.

]
Lamelia

_. Thylakoid

: /

_ Deaxyribonucleic
acid (IDNA) strand

Granum

Stroma -~__

Ouler Starch grain
membrane |

niner
membrane

S dakoi
Ribosome troma thylakoid

(site of protein

synthesis) \



[eHOM njacTua

XJioponnacTbl UMeT COBCTBEHHYIO

reEHETUYECKY0 CUCTEMY,
obecrneymBaloLLyO CUHTE3 psaa
6enKkoB BHYTPU caMmUX NnacTua.

B MaTpukce xX10ponjacrtoB

obHapyxuBatotcsa AHK, pa3Hbie PHK ©
PNOOoCOMBblI.




ash
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.-a OHK xnoponnacrtosB

[l

[l

npeacraB/ieHa KOJibLeBbIMM
MoOJieKyJlaMu ANnMHoun Ao 40-60 MkKMm

B OAHOM XJZioporuJiacrte MoXXeT 6bITb
MHoO>ecTBO konuun AAHK

AOAHK xnoponnacroB He COCTOUT B
KOMIJiIeKce C 'TMCTOHaMum

OCHOBHbIE peryjasiTopHble
nocsneaoBaTesibHOCTU TPaAHCKPUNLUUU
(npoMoTOpbI, TEPMUHATOPDbI)
OAVHAKOBbI C NpOKapuoTamMm




7
s

N

OHK xnoponnacrtoB

Ha AHK xynioponsnacroB CUHTE3UNPYIOTCAHA
Bce Buabl PHK.

koaunpyet rPHK, Bxoaauyro B cCoOCTaB
pM60oCcoM xsioponsiacroB, KOTOpble
OTHOCATCSH K npokapuoTunyeckomy 70S
TMny (coaep>xat 16S n 23S pPHK).

OCHOBHas Macca 6enkoB xJioponJlactoB
KOHTpoOJ/IMpyeTcsa saepHbIM reHOMOM.

saepHblie reHbl koampyrotr AHK-
nonnMmepasy m ammnHoauunn-tPHK-
CUHTEeTa3y xJsioponsacrtoB, 60/blLuyl1O
Yyactb pubo0CcOMHbIX 6enKoB.




XnoponnactHaa AHK oaHokneTo4yHOU
Boaopocsin Chlamydomonas reinhardii

2

3 §

1 L .
sledical Planties
3 — MeduyuHa OITRggS

HeCeT reHbl
YCTOUUYUNBOCTMU K
Pa3J/INYHbIM
aHTUbMnoTukam:
CTPEenTOMULIMHY

(sm),

3pUTPOMULMHY (ery),
oNleaHAOMMULUNHY
(ole),

HeoMuuuHy (nea).




OAHK xnoponsnactoB BbICLUUX
pacTteHum koampyet Ao 120 reHoB:

L]
[]
[]

1 OO O

redbl 4 rPHK,
20 pnb60oCoMHbIX 6enKoB XJI0pOMn/1acTos,

reHbl cybbveanHunu PHK-nonnMmepassbl
XJ10pOMn1acToB,

6enkun I n II poTocucrewm,
O n3 12 cybbveanmHuny ATO-cnHTETa3bI,

yacTb 6esIKkoB KOMMJIEKCOB LEMNn nepeHoca
3/1EKTPOHOB, OAHOW N3 CybbeanHuy
pnbynosoangocdat-kapbokcmniassbl
(kno4yeBon pepMeHT cBda3biBaHnda CO2),

30 monekyn tPHK
n ewe 40 Nnoka Hen3BeCTHbIX benkos.




MutoxoHapvanbHbie 6051e3HU

bone3zHun, Bbi3BaHHbIEe gedpeKTaMm
MUTOXOHAPWNMN, NPUBOASILUNMUN K
HapyLUeHUsM 3HepreTnyeckmnx pyHkUnim
B KJ/IETKax 3yKapuoToB



MutoxoHapuvanbHblie 60/1e3HN

[]

[]

B oagHOM KneTke y yesioBeka MOXeT
npucytcrteoBaTb 40 1000 MUTOXOHAPUWN.

NedekT noboro n3 epMeHToB
MUTOXOHOPUN HapyLlaeT CNaXeHHYIo
paboTy BCEN OpraHesnsbl.

B nepByto oyepeab cTpanatoT Hambonee
SHEpPro3aBUCKMMbIe TKAHU U OpraHbl -
LileHTpa/sibHasA HEPBHAA CUCTEMA,
CKeJieTHble U cepaedHas Mbilllbl,
NOYKM, NeYeHb, SHAOKPUHHbIE
»Kesnesbl.




MutoxoHapuanbHblie 60n1e3Hn

N3BeCTHO 0K0/A0 50 Takux 6onesHen

B nX KNIMHMKEe AOMUHUPYIOT nopaxeHuna LUIHC v
MblLLEYHON TKaHMW.

CMMNTOMbI TUNMUYHbBIMU AN MUTOXOHAPUWAJIbHbIX
3a6oneBaHUN: MbilleyHble 601K, cnabocTb U
aTpoduns MycKyiaTtypbl, HernepeHOCUMOCTb
dun3nyecknx Harpysok, nosimHenponaTug,
CyAoporun, oTcyTcTtBmne pedekcos, aTpopus
3pUTESIbHOro HepBa, HEMPOCEHCOPHAad TYroyXoCTb,
MUFPEeHN, NeTaprmyeckme CoCTosIHNA, N3MEHEHUS

NCUXOMOTOPHOIr0 pa3BUTUA, ONTUTODPEHUS U
aemMeHuus.




[IpnMepbl MUTOXOHAPUAJIbHbIE
6onesHn

CUHAPOM XpPOHMYECKOW ycTanoctn. PakTopbl
naTtoreHesa:

1 noBbilWeHHOe o6bpa3oBaHUe MOSTOYHOU
KNUCNOTbl B OTBET HA (OU3NYECKYIO HArpy3Ky,

(] HapylleHWe TpaHcnopTa Kucnopoaa K
TKaHAM,

LI CHWXeHune 4mcia MVITOXOH,CI,pVIVI N NX
ANCPYHKLUNA




[IpnMepbl MUTOXOHAPUAJIbHbIE
6onesHn

CunHapomMm MELAS (Mitochondrial

OO 0O0O00dndd

encephalomyopathy, lactic acidosis, and
stroke-like episodes):

nnabet

cynoporu

CHWKEHME Cnyxa

cepaedyHbiMMN 3ab601eBaHNUSAMMU

HU3KWUM POCTOM

SHAOKPUHOMNATUSMU

HenepeHoOCMMOCTb PU3NYECKUNX HArpy3ok
HENMPONCUXNATPUNYECKUMU OTKTIOHEHUAMMU
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Bomb npumaroa

Yem 60s1bLIE BpEMEHMN
npoLusio C MOMeHTa
pasgesieHns1 BugoB, TeM
60/1bLLIE HAKOMNJ1I0ChH
pasnnunmn B nx JHK.



BOMNMPOCHI
no c/K «OCHOBbI MOJIEKYJIAPHON FreHETUKUN>

NSk D=

10.

[MpeaMeT, 3a4a4n N MeTodbl MONEKYNSapHOU 6uonormnn
CtpoeHune AHK

OCHOBHble xapakTtepuctnkm AHK

dopmMbl agBonHOW cnnpanu OHK

[MCTOHbI: obLas XxapakTepucrtmka.

Komnaktnsauun AHK.

PHK n AHK: cpaBHeHne ocobeHHOCTEeN CTpOEeHUS
dyHKLUNN

Knaccndpukaumsa n Kpatkasa xapakTepuctmuka TUMnoBs
nepeHoca MHPoOpMaLUnUN B KIeTKe

Pennnkaums: oCHOBHbIE MPUHLUMUMNbI pennKauunm
XapaKTepucTnka 3TanoB perninkaumm npokapmoT
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11.  daKkTopbl penamKkaunum npoKkapuoT

12.  OcobeHHOCTU pensinkauus sykapuoT. Pennunkauus
KoHuUoB [JJHK xpomMocoM aykapuoT

13.  OcHoBHble penapabenbHble nopexaeHns B AHK n
NPUHUUNBI UX YCTPAHEHUS

14. CBoOWCTBa reHeTU4yeckoro Koaa

15. TpuHUMUNBbI TpPAHCKpUNLUUU

16.  TpaHcKpunuuga y npokapuoT. MHnunauus.
17.  TpaHCKpuUnuusa y npokKapuoT. DJIoHrayus.
18.  TpaHcKpunuua y npokapuoT. TepMmnHauum4.
19. Ocob6eHHOCTN TPaHCKPUMNUUN y 3yKapuoT
20. Perynatopbl TpaHCKpUNUMKN Y MPOKApPUOT
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21.
22,
23.
24.
25.
26.
27.
28.

29.
30.

Peryndatopbl TPQHCKPpUNUUKN Y dYKapUoT
depMeHTbl TPAHCKPUNUUKX NPOKAPUOT
depMeHTbl TPAaHCKPUNUUKN 3YKApUOT.
TpPaAHCKPUMUMOHHbBbIE 3JIEMEHTbI NPOKAPUOT U 3YKApUOT.
MexaHu3Mbl perynaumum TpaHCKpUnunum npokKapuor.
TpaHCcnauMsa y NpokKapuor.

XapakTtepuctnka monekyn PHK pasHbix TUNOB.

PnéocomanbHble PHK u cTpykTypa pnbocom
NpoOKapwuorT.

PnéocomanbHble PHK u cTpykTypa pnbocomM aykapmor.
[MTpoueccuHr rPHK.
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31.
32.

33.
34.
35.
36.
37.
38.
39.
40.

[TpoueccuHr tPHK.

KpaTkada XxapakKTepucTtuka atanoB npoueccnHra mPHK
3YKapuorT.

KenupoBaHue. mPHK aykapuorT.

[MTonnageHnnmposaHne mPHK aykapuorT.

KpaTkas XapakTepuctmka BapuaHTOB CrnJ1IanuCUHra.
CrnnnancnHr mPHK aykapuoT ¢ nomouwbto sPHK.
PepaktnpoBaHne mPHK aykapuorT.

Manble PHK. OcobeHHOCTU CTPYKTYpPbl U GYHKLNU.
CuHTE3 nonmnenTnaoBs Ha pubocome y npoKapuoT
Perynaumns onepoHoB pMb60OCOMHbIX NreHOB
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41.
42.

43.

44.
45.
46.
47.
48.

49.
50.

eHOM. OnpeaenexHne, TUMNbl FEHOMOB.

XapaKTepPUCTUKN 3YKapUOTUYECKOIro AAEPHOro
reHoma.

KpaTkas xapakKTepucTnuka n knaccmdpumkaums
NOBTOpPOB.

Knaccudpunkauymm reHos.

CtpykTypa n ceomctea MTAHK XMBOTHbIX
Pennunkauna MTAHK >XUBOTHbIX
TpaHckpununa MTOAHK >XMBOTHBIX

Oco6eHHOCTN MUTOXOHAPUASIBHOIO FrEHOMA pacTeHUN.
Paznnume MTAHK pacTteHUn n >XUBOTHbIX

[MnactoM. OnpepnenexHne. MTAHK pacTteHun.
AHK nnacTtua.







