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Pabouas nporpamMma JHCIHILIHHBI (Monyqﬂ)
1. Kon ¥ HauMeHOBaHHe JUCIMILUIAHEI (MOyIsi) — MonekynsapHas OHOI0THS METOXOH/IPHH.
2. VpoBeHb BBICIIEro 00pa3oBaHus — IOArOTOBKA HaY4HO-TIE/JarOrHYECKHX KaJpoB B aCHPaHTYpe.
3. Hanpasnenue noarorosku — 06.06.01 Buosornueckue nayxku. Hanpasnensocts (mpoduiis) nporpamms: — Mouexky asipHast OH0JIOTHS.

4. Mecto mucummmssl (Moayns) B crpyktype OOIL: Bapuarusras wacts OOII (BeceHHumit cemecTp); obs3aTenbHa JUIs OCBOECHHS, HO Ha JI0OOM
nepuoe o0ydenus (paxyIbTaTHB))

5. IlnanupyeMble pe3yIbTaThl OOYdYeHHs M0 AMCHMIUIMHE (MOZIYIIO), COOTHECEHHBIE ¢ IIAHMPYEMBbIMH Pe3yJbTaTaMi OCBOCHHsS 00pa3oBaTEILHOH
IporpamMMsl (KOMIIETeHIUSAMH BBITYCKHHKOB)

®opmHpyeMBbie KOMIETEHIHH Ilaanupyemblie pe3yabTaThl 00ydeHns M0 JHCHHILIHHE (MOIYJII0)

(K00 KoMnemenyuu)

VK-1 31 (VK-1) 3namp ocHOBEI CTPYKTYpPbl U (YHKIMH MHTOXOHJpHH, OCHOBBI MOJIEKYJISAPHOH OHONIOrHH
MHTOXOHIPHHA

VI (VK-1) ¥Ymems KpuTHYECKH OLICHHMBATh NIPHBE/ICHHBIC B HAYYHOH JIMTEPAType SKCIIEPHMEHTAIBHBIC

JIOKa3aTeNbeTBa JEHCTBHS HCCIIEAYEMBIX COSJMHEHHMH Ha MHTOXOHJIPHH, CAMOCTOSATENHHO HAaXOOUTh M




KPUTHYECKH aHAJM3MPOBATh HAYYHYIO JIUTEPATYPy B 00JIACTH OMOJIOTHH MUTOXOHIPHH.

OIIK-2 31 (OIIK-2) 3name npuvHIUIBI pPaOOTHl ABIXaTEIbHOW IIEMM MHTOXOHAPHHA, CyTh OCHOBHBIX
OMOXMMHYECKUX MPOLECCOB, MNPOTEKAIOMNX B MHUTOXOHAPHSIX, OTIMYHS MEXaHH3MOB CHHTE3a
HYKJICMHOBBIX KUCIIOT U O€JKa B MUTOXOHJPUSAX OT TAKOBBIX B IIUTOILIA3ME H Spe

V1 (OIIK-2) Ymems» ouenuBaTh 1O CTpyKTYpHOUW (opMmyne (UZUKO-XMMHUYECKHE CBOMCTBA
COEAMHEHU, HAXOUTh HAYYHYIO JIUTEPATypy A yTOUHEHHsI OLEHKH ATUX CBOWCTB, MPEICKA3bIBATh HA
OCHOBAaHMM JTHX CBOWCTB BO3MOXKHOE BIMSHHE COCIMHEHHMI Ha (QYHKIUM MHUTOXOHIPUH H
NPEJCKa3bIBaTh (PU3MOIOTHUECKUE TTOCIEACTBUS 3TOTO BIUSHHUS

OreHOYHBIC CPEICTBA JIsI MPOMEKYTOUYHON aTTECTAIlMU M0 TUCIHUIUIMHE (MOIYIII0) IpUBeACHBI B [IpuoxeHuu.

6. O0BeM AUCHUIUIMHBI (MOMYJISI) COCTABISAECT 3 3a4ETHBIX €IUHUIIBI, Bcero 108 akageMH4ecKnX 4acoB, U3 KOTOPHIX 28 4acOB COCTABIISIET KOHTAKTHAS
pabora acnupanta ¢ mpenogaBareneM (28 4YacoB 3aHATHHA JEKIIMOHHOTO Tuma) W 80 YacoB COCTaBISET CaMOCTOSITENbHAs padoTa acmupaHTa
(BBIMOJIHEHNE JOMAIIIHUX 33/IaHUM ).

7. BxomHbie TpeOOBaHUS TSI OCBOSHHSI TUCIIMILTMHBI (MOJIYJIs), TIPEABAPUTEIBHBIC YCIOBHS:
3HATD: opranndeckyro XUMHIO, OOIIYI0 OMOJIOTHIO, OMOXUMHIO, OCHOBBI MOJIEKYJISIPHOM OMOJIOTHH, OCHOBBI KJIETOUHON OMOJIOTHH

YMETh: pedepupoBaTh HayuyHyIO JIUTEpATypy B OO0JACTH MOJEKYISIPHOW OWOJOTHMH, B TOM 4YHCJIC HA WHOCTPAHHBIX S3BIKAX, MPU YCIOBUU
COOJIIOICHHSI HAYYHOM 3TUKU U aBTOPCKUX IPaB

BJIAJIETD: coBpeMeHHBIMI HH()OPMAITIOHHO-KOMMYHHKAIIMOHHBIMHU TEXHOJIOTUSMH, aHTJTUHCKUM SI3BIKOM.
8. O6pa3oBaTenbHbIE TEXHOJIOIMU (OTMETUTH €CIIM IPUMEHSETCS EKTPOHHOE 00YyUEHNE M TUCTAHIIMOHHBIE TEXHOJIOIHH): HET.

9. ConepxaHue AUCUUIUIMHBI (MOIYJIs), CTPYKTYPUPOBAHHOE 1O TeMaM (pasjienaM) ¢ yKa3aHHeM OTBEJICHHOTO Ha HUX KOJIMYECTBa aKaJeMUYECKUX
WJIM aCTPOHOMHYECKHX YaCOB M BHUJIbI YUEOHBIX 3aHATHN



HanMeHOBaHMe U KpPaTKoe COJAep:KaHUe pa3iesioB U TeM B ToM uncne

AMCHUIIMHBI (MO1YJIs1),

KonTakTtHas  paGora  (pabdora  Bo | CamocTosiTeIbHAS padora
¢dopMa mnpomMeKyTOUHOW aTTECTAUMM MO MCIHHUIINHE B3aHMOJEACTBHM € IMpenoaaBaresieM), | 00y4aroUIerocs, 4achbl
(MOJ_]y.}][O) — qachbl N3 HUX
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MutoxoHapuid. Kpatkas ucropus HU3ydeHUsST MHTOXOHJIIPHUHU. W/ YCTHBINA OTIPOC
[lepBble HaOMIOAEHUA. DKCIEPUMEHTAIBHOE J0KA3aTEIbCTBO
OHrensraparoMm  obOpaszoBanmsi AT®d 3a cuer »sHepruw,
0CBOOOKIAIOIIEHCS MTPH OKUCICHUH OPTaHWYECKHUX BEIECTB
B MpoIlecce KJIETOUYHOTO AbIXaHUsl. BUOXUMHUS NbIXaHUS: UK
Kpebca, oxucnurensHoe ¢ochopunupoBanue, (HepMeHTHI
npIXarenpHoM 1enu.  [Jpyrue GyHKIMM MUTOXOHAPUNA —
ydacTHe B Iepefaya anonNTOTUYECKUX CHTHAJIOB, y4acTHUE B
KaJIbIIUEBOI perymsnuuu, cOopKa >Kele30-CEepHBIX KJIacTepoB.
MutoxoHipuanbHasi TEOpUsl CTAPEHUSL.

Teopust cumbuorenesa. [IpoucxoxaeHne MUTOXOHAPUNA OT O-
POTEOOAKTEPHIA, ux CXOJICTBO C COBPEMEHHBIMHU
PUKKETCUSMM. Paznoobpazue MHUTOXOHIPHH.
MuTtoxoHIpruaibHble TEHOMBI U TPOTEOMBI.




MuToxoHApHAIbLHBIA NPOTEOM H MHTOXOHAPHAJIBLHBIN
TeHOM.

OBoMIOIMS ~ MUTOXOHJPHUAIBHOTO  IPOTEOMA:  OCHOBHBIE
TeHAeHIMU. YacTuyHas T1OTEps TMPEAKOBBIX OEIKOB Ha
paHHUX JTanax »>BOJIOLUUUA JYKAPUOTUYECKON KIETKU MpHU
BO3HHUKHOBEHHMH »SHI0ocuMOmo3a. IlepeHoc Oosbiieir dacTu
MPEAKOBBIX T€HOB B SICPHBIA T'€HOM, BO3MOKHBIE MPUYUHBI
3TOTrO Iporuecca.

Heopronornynele 3aMeHBl TPENKOBBIX OCJIKOB B  XOj€
sBomonMU. [IpuMepbl Takux 3aMeH: MHUTOXOHAPHUAIBHBIE
JHK - u PHK- nonumepassl, xenukaza TWINKLE.
JloGaBiieHre HOBBIX OEJIKOB B MUTOXOHPUAIbHBIA TPOTEOM B
XO/JI€ SBOJIIOIMH B CBSI3U C BOBHUKHOBEHHUEM HOBBIX (DYHKIIHIA
Y MUTOXOHJPUN N0 CPAaBHEHUIO C OaKTEPUAIbHBIM MPEAKOM.
VYBenuuenue yucia CyObeTuHHIL B 00JIBIINX
MyJIbTU(DEPMEHTHBIX ~MUTOXOHAPUAIBHBIX KOMILJIEKCAX B
XO0/JI€ 3BOJIOLUH.

Crpyktypa  mutoxonapuansHor  JIHK:  opranuzamus
HyKJeouaa, kioueBas poidb TFAM B KoMmakTu3aiuu
mutoxoHapuaibHoi  JJHK. ®opmbl MHTOXOHIpHATBHOU
JHK:  cynepckpydeHHas, pelakCUpOBaHHas, JUMEpHI,
KaT€HHaHbl. MUTOXOHAPUAJIBHBIM TE€HETUYECKUH KOJ, €ro
OTJINYUS OT YHUBEPCAIHHOTO.

OCHOBHBIE AJIEMEHTBI MUTOXOH/IPUATIbHOTO T€HOMA YEJIOBEKA:
T€HBI U PETYISTOPHBIE YUACTKH — OPUIKUHBI U IPOMOTOPBI.

10

[IncbmenHass KOHTPOJIbHAsS
W/ YCTHBINA OTIPOC

Penuinkanusi B MUTOXOHAPHUSIX

I/ICTOpI/IH I/I3Y‘-I€HI/I}I pGHHI/IKaI_II/II/I B MI/ITOXOHI[pI/I}IX.
OcCHOBHBIE MOJENM peruKanuu MuToxoHapuanbHoil JTHK,
nux 3KCH€pI/IMeHTa.HBHOG JOOKa3aTCJIbCTBO H OI‘paHI/I‘-IeHI/IH.
Strand  displacement model -  oagHOHampaBIeHHBIH
aCCHMeTquHBIﬁ CHUHTE3 — HCTOpI/IquKH nepBa;I MOJCIb, HE
oOBsACHsIONIAsT BCcEeX HaOMIOAaeMbIX  (DaKTOB. Boitee

[TnceMeHHas KOHTPOJIBHAS
W/WIIN YCTHBIN 0npoc




COBPEMCHHBIC  MOJICIIH: Strand-coupled model -
JBYHAIIPABJICHHBIM CHHTE3 ¢ oOpa3oBaHHeM  -CTPYKTYp.
Mogens RITOLS (RNA Incorporated Through Out Lagging
Strand) - cuHTe3 ¢ O0Opa3oBaHMEM IMPOMEKYTOUYHBIX
MPOAYKTOB, coJepXamux npoTsbkeHHble ydyactku PHK.
Paznuunbie Bapuantel 3amemennss PHK na JIHK. CpaBaenue
MOJIEJIEd MUTOXOHAPUAIBHON PENIMKALMU C KJIIACCUYECKUMU
YKapUOTHYECKUMH, MPOKAPUOTHUECKUMU U BUPYCHBIMH
MOJCIISIMH .

Wuunmamus  peruvkanui. OCHOBHBIE MHUTOXOHJIpHANIbHBIE
OPUIKUHBI.

Tepmunanus tpanckpunuuu npu cuarede PHK-npaiimepos.

Penuinkanusi B MUTOXOHIPUSIX: OCHOBHBIE (hepMeHTbI
Crpykrypa [JHK-monumepassl ramma: KaTaJUTHYECKas U
JOIIOJIHUTCIIbHBIC Cy6€I[I/IHI/II_H>I — OCHOBHbBIE JOMCHBI N HX

byakuuu.  'omomorust JHK-nmonumepassl ramma ¢
nonumepazoir  ¢ara T7. Ocobennoctu paborer JHK-
mojiMMepasbl TaMMa - BO3MOXXHBIE MPHUYMHBI BCTaBKU

pubonykieoTnioB B MmutoxoHapuanbHylo JHK. VYwyacrue
JIHK-momumepassl ramma B BER (base excision repair).
Bcnomorarensubsie  ¢epMeHTsl perunkanud. CTpykTypa H
¢byakunn  xenukasel TWINKLE, e€ romomorus ¢ C-
KOHIIEBBIM YYacCTKOM XeNMKa3bl-1ipaiiMasbl (para T7. YuacTtue
TWINKLE B pemmukauv # peryadiuyd 4Yucia KONUN
mutoxoHapuansHoit JIHK. Jlpyrue MuTOXOHIpHalbHbIE
xenmukaspl. Ponp Oenka mtSSB. Bo3moknHas crumymnsius
aktuBHoct TWINKLE wu JIHK-momumepassl y in Vvitro
oenxom mtSSB.

MuToxoHpranbHble Toou3oMepasbl. Toplmt — HeraTUBHBIN
PETYJISITOp TPAHCKPUIIIMKA MUTOXOHANANBHBIX TeHOB. PHKaza
H1 ynanser PHK npaitmepsl Ha opumpxkuaax ORI H u ORI L u
pu cuHTe3e (pparmMeHToB OKa3aky.
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[IncbmeHHass KOHTPOJIbHAsS
W/ YCTHBINA OTIPOC
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MetuanpoBanue u penapanus MmutoxonapuanabHoii JTHK.
OyHKIIMOHATILHOE 3HaUYeHUEe MeTuiaupoBanus saepHoit JJHK.
ONHUreHeTHKa.

bucynsuTrHOC CEKBEHHMpOBAaHHE — OCHOBHOW METOJ JUIst
OIpeeNICHUs] METUJINPOBAHHBIX OCTATKOB LIUTO3MHA.
MuroxonapuanbpHas ¢opma MetmiaTpanchepasst DNMTI.
[IpeumymniectBeHHOE MeTwWiMpoBaHue obnactu D-loop B
NpoMOTOpHBIX W perymsatopHbix  (CSB)  yyacTkax.
IIpenmymiecTBeHHOE MeTUIMpoBaHuE LuTo3uHa He B CpG
MIOCJIEI0BATEIBHOCTAX. B03MOXKHas pojib METWIMPOBAaHHUS B
peryJsiliud TPAHCKPUIILUU U PEIUIHKAIIUU.

Bricokas yactora myramuii B mutoxonapuanbHoi JIHK mo
CPaBHEHUIO C IEpHON. BO3MOXKHBIE MPUYKHBI OBBILIEHHON
YaCTOTHI MyTAllMil B MUTOXOHAPHUAIBHOM T€HOME.

W3meHeHne 4acTOT pas3/IMYHbIX TPaH3ULMKM U TPAHCBEPCHU B
mutoxoHapuaibHoi [JHK ¢ Bo3pacTom.

AHanu3 pacnpeneneHuss pa3InyHbIX MyTaluil (TpaH3uLui U
TpaHCBepCHUil) o MHUTOXOHIPHAIBHOMY TE€HOMY:
MOBBIIIEHHOE CcoAepkaHue MyTanuii B obmactu D-loop mo
CPAaBHEHUIO C OCTAJIbHBIM MHUTOXOHJIPUAIBHBIM T[E€HOMOM.
OTHOCHUTENBHOE KOJIMYECTBO KaXIOTO THUIMA MYTalMH
OJIMHAKOBO 1O BCEMY MHUTOXOHJIPHAIIBHOMY T'€HOMY U HE
MEHSETCS C BO3pAacTOM. ACCUMETpPHUs B MyTHPOBAaHUM ILiETEN
mutoxonapuanpHoi JIHK: tpamsumuum G/A u T/C uyame
npoucxoaaT B L-nenmu, wyem B H-memm mno Bcemy
MHTOXOHJIPHATIbHOMY T'eHOMY, Kpome obiactu D-loop.
Bo3MokHBIE 00BSICHEHHS ACCUMETPHH.

[IncbmenHass KOHTPOJIbHAsS
W/ YCTHBINA OTIPOC

Penapanus ITHK B Mmutoxonapusx.

CpaBHHUTENbHBIA aHANIW3 BHUIOB penapalud B sIpe U
MHTOXOHJIPUSAX

OcHoBuble Mexanu3Mbl penaparuu: BER, MMR, NER,
NHEJ u HR. OcHoBHblE BHIBI TOBPEKIACHUS a30THCTHIX
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OCHOBAHHUI: OKHCJICHHE, AIKWJIMPOBAHUE "
nezamuHupoBanue. Haunbomnee pacnpocTpaHeHHbIE MPOITYKTHI
okuciutenbHoro crpecca: 80xoG u  80x0A. OCHOBHBIE
MUTOXOHIpHAJIbHbIE TIMKO3UIa3bl: OCOOCHHOCTH CTPYKTYpPHI
U GYHKLIMOHUPOBAHHUSL.
Mexanusm Base excision repair (BER) B mMuToxoHmpusx:
OCHOBHBIC cTanuu u ¢epmenThl. Pasmuuus B SP (short patch)
BER wu LP (long patch) BER. CpaBuenue ¢pepmentor BER
B SJIP€ U MUTOXOHJIPHSIX.

Jlpyrue BuIbl pernapanuu B MUTOXOHIPUSX.

MMR — mismatch repair.
Penapanus JIBYLIETIOYEYHBIX MOBPEKICHUIN
mutoxouapuansHoit JIHK: BepositHoe yuactme Rad 51 B
MUTOXOH/IPHAJIHOM peIuIUKaIiHy.
Tomnorpadus u perymsimus penapanud B MUTOXOHJIPHSIX.

Tpanckpunuuss B mutoxonapusix: PHK moaummepasza u
TpaHcKkpunuuoHHbie pakropsl TFBIM u TFB2M.

Tpu OCHOBHBIX MUTOXOHIAPHAIBHBIX TpaHcKpunrta. CTpyKTypa
PHK-nomumepaszet  POLRMT:  romomorus ¢ PHK-
nosmmMepasoit dara T7. [lomennas opranm3anuss POLRMT. N-
koHIeBoli momMed NTD. Vwuwukanpueiii N-KOHIIEBOW JOMEH
NTE, conmepxammii PPR-MOBTOPBI M «MHTOXOHAPUATBHBIN
anpec». benku conepxamue PPR-MOTUBBI B MUTOXOHIpUSX U
miactuaax. Ux ¢yakuum, Bo3moxkHas ponb PPR-moBTOpoB —
CBSI3b C OJIHOLICTIOYEUHBIMU HYKJIEHHOBBIMHU KUCIOTaMHU.
Karanutnueckuit nomen CTD: cTpykTypa Tuma «1agoHby.
Tpanckpunimonnsie ¢akropsr TFBIM u TFB2M: cxoznctsa
nu  pazmmumsi, pPHK-meruntpanchepasnas akKTUBHOCTS,
BO3MOKHAsl pOJIb B TPAHCKPUIILIIH.

[TnceMeHHas KOHTPOJIbHAS
W/WIIN YCTHBIN 0npoc

Peryasiuus Tpanckpunuuu ¢ nomombio TFAM, mexanusm
TePMUHALMU TPAHCKPUIILNH.
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Tpanckpunimonnsiii gakrop TFAM —ocHOBHOI perynsrop
cocrosianst muToxoHApuansHoit JIHK B mykneomme. TFAM
perynupyer uyuciao konud wmutoxoHapuanbHoi JHK wu
Y4acTBYeT B peryisinuu Tpanckpuniuu. Ctpykrypa TFAM: 2
HMG box u yHukansHblii C-KOHEIEBOW y4acTOK. MexaHu3M
cBs3piBaHuss ¢ TFAM ¢ wmameim  xemookom JIHK ¢
obpaszoBanueM usruda. Hecnennduueckoe u cnenuduueckoe
(B obmactsax mpomotopoB) cszbiBanne [FAM ¢ JIHK.
Heo6xomumocts  m3rmba mutoxonapuansHoi JIHK B
obmactsax mpomotopoB LSP w  HSP1 nans  wavama
Tpanckpunuuu. KoomnepatuBHocTh  cBsizbiBaHus |FAM.
MynbTuMepHu3anus TFAM. Pasnmuunrsie MOJENN
peryaupoBaHue uuciia Komuil wmutoxoHapuansHoM JIHK
TFAMowMm.  Perymsmuss  aktmBHOCcTH ~ TFAM  myrem
¢bochopunrpoBaHus U MPOTEOIH3A.

Tepmunanua  Tpanckpunuuu. Ilpenmonaraemple  CalTbl
TEPMHHALIMA MHUTOXOHJpUaiIbHbIX TpaHckpuntoB. MTERF1
cem3piBaeTcss ¢ JIHK, wm3rubas e€ um «BBIBOpaumBasy» TpH
HYKJICOTH1a. YHUKaNbHBIA MexaHnu3M tepmuHanuu MTERFI:
«BBIBOPAYMBAHUE» MPOUCXOTUT TOJBKO TPU CBA3BIBAHUU
MTERF1 B caiiTe TepMuHAIuM — 3a CYET CTAOWIH3AIIUU
BBIBEPHYTBIX HYKJIEOTUJ0B. CrneunuuuHOCTh CBA3BIBAHUSA
MTERF1 ¢ caiilToM TepMUHaALMH onpeensercs
BOJOPOJHBIMU CBs3siMH TiATH  octatkoB Arg MTERF1 ¢
KOHCEPBATUBHBIMU HYKJICOTHJAMU B CalTe TEPMUHAIUH.
Hpyrue 6enku cemeiictBa MTERF, nx Bo3amMokHbIE QyHKIIUH.

IIpoueccunr muroxonapuanabubix PHK.

IIpoueccunr  mutoxoHapuanbhbix  PHK:  paspesanue
MNOJIMIIUCTPOHHBIX ~ MPEKYPCOPOB,  MOJUAACHUIMPOBAHUE
MPHK, wmomudukammu nykineotumoB. tRNA punctuation
model.

[Ipoueccunr  mutoxoHapuanbHbix TPHK. Paspezanue 5°-

[IncbmenHas KOHTPOJIbHAsS
W/ YCTHBINA OTIPOC




konua TPHK PHKa3oit P. Komnonentst PHKa3ze1 P: MRPP1-
mngMeTHnTpaHC(bepaza, y4acTByIOIIass B MOJAU(PUKAINN
TPHK, MRPP2 u MRPP3 .

Paspesanue 3’-konma TPHK PHKazoit Z- »nponykieasoi
ELAC2.

[Iponieccuar MPHK: BeIpe3anue u monmaaeHuInpoBaHue. 4
caliTa B MUTOXOHJpHAIILHOM reHome, He coaepxkaumx TPHK,
paspesanne B KOTOphIX uaer Bpaspe3 ¢ tRNA punctuation
model. TonmanenunupoBanue muTOXoHApHanbHbix MPHK
CO3/1a€T CTOM-KOAOHBI JIJIsl TPAHCIIALIUU.

OcHoBHbIE (bepMeHTHI 10JINAJICHUJINPOBAHHUS B
mutoxouapusx: hmMtPAP u PNPase. OcHoBHbIE (hepMEHTHI,
y4acTBYIOIIME B Jerpajganud MHUTOXOHApuanbHbIX MPHK:
PNPase u PHK-xenukaza SUV 3.

[Moctpanckpunuuonnas perymsinus crabunbHoctu MPHK B
MUTOXOHJPHUSAX. YpPOBEHb MHUTOXOHApHANbHEIX MPHK B
KIIETKE 3aBUCUT OT BpeMeHu e€ >ku3Hu. Crabuiusanus
mutoxoHapuabHeIXx MPHK kommiekcom 6enkoB LRPPRC u
SLIRP.

[Tpoueccunr mutoxonapuanbHbix pPHK. JlumernnupoBanue
12S rRNA TFB1M u TFB2M.

VYyactue PTCD3 u ERALI B cOopke wMmanol CyObeauHUIIBI
mutopubocom. Cs3piBanue MTERF4 ¢ 16SpPHK.
PPR-6enku, mx pasHooOpa3ue, 0COOCHHOCTH M (DYHKIMH B
MUTOXOHJIPHSIX.

Tpancasiuusi B MUTOXOHPHSAX.

OCOOEHHOCTH CTPYKTYphl MHUTOXOHAPHAIBHBIX PHOOCOM B
CPaBHEHHH C TMPOKAPHUOTHUYECKHUMH: Pa3JIM4Us B pasMmepe,
macce, coctaBe U konudyectse 6enkoB 1 pPHK, cooTHomennu
PHK:6enok. Bompoc o npucyrcteuu 5SS pPHK B pubocomax
MUTOXOHApUI MiekonuTaromux. CTpyKTypHBIE pa3iuyus B
pPHK mamnoit u 6ombmioil cyObeIUHUIT MUTOXOHIPHUATBHBIX

[TnceMeHHas KOHTPOJIBHAS
W/WIIN YCTHBIN 0npoc




U OaKkTepHaIbHBIX pHUOOCOM. YHUKaJIbHAas BOPOTOOOpa3Has
CTPYKTypa B COCTaBe OOJIBIION CyOBEAMHUIIBI MUTOPHOOCOM
s sxoga MPHK.

Oco0eHHOCTH MEXaHM3MOB MUTOXOHIPHAIIBHON TpaHCIISIUN
B CPaBHEHHMM C TNPOKAPHOTHYECKOH. OCHOBHBIE OTIMYHS B
WHUIUAIY TPAHCISALUN Y MUTOXOHAPUI U OaKTepuil.

HNmnopTt 0M0-MaKpOMOJIeKYJI B MUTOXOHIPHH.

Obmast cxema wuMIopra OETKOB B MHTOXOHJIPHH.
[TocTTpaHCHAIMOHHBIA W KOTPaHCISIMOHHBINA HMMIIOPT.
OmnpeneneHHble CUTHATIBHBIE TTOCIEI0BATEIBHOCTH OCIIKOB IS
UMIIOpTa B pa3Hble MUTOXOHJPHAIbHBIE CYOKOMIapTMEHTHI.
Penenitoper BHemHe#d memOpansl: Tom20/Tom22 u Tom70.
Mansie TOM-6enku: Tom5S, Tom6, Tom7. AnpTepHaTUBHBIC
IyTH BCTPaWBaHUs OEJIKOB BO BHEIIHIOIO MUTOXOHIPUATBHYIO
MeMOpany. UMmopT 6ekoB B MEKMEMOPAHHOE TPOCTPAHCTBO:
MIA-nnyte. Tpancnoka3a BHyTpeHHeW MemOpanbl TIMZ23.
O6mas cxema paborel TIMZ23-kommiekca. TpaHciokasa
BHyTpeHHel wmeMOpansl TIM22. Cxema BcTpauBaHUS
WHTETPAJIbHBIX OCJIKOB BO BHYTPEHHIOI MeMOpany. Mmmopt
PHK B MUTOXOHIPHHU. Hyxneotunnsie
JNeTepMUHAHTHI/aHTUACTepMUHUHTEI ~ umnopra TPHK B
mutoxoHapuu. Umnopr TPHK B MuTOXOHApPUYM mpocTEHIINX.
Nmnopt TPHK B Murtoxonapuu pacrenuii. Umnopt TPHK B
MUTOXOHApHH Aposxokei. Mmmopt 5S pPHK B muroxonmpun
miekonutaomux. KWMmmopr PHK B Muroxomgpum —
NOTEHIMATBHBIN crocod cympeccuu myTtauuid B reHax TPHK
MUTOXOHJIPUI WA MPOTSKEHHBIX bi (R (S1450%
MUTOXOHJMAIBHOIO  reHoma.  MIMmopr  HmpOM3BOIHBIX
npoxokeBbix TPHK B MHTOXOHIpUM KJIETOK 4YeJIOBEKa C
MyTalusMHy B reHax uzoakuentopusix TPHK. UmnopT «vuHu-
Bepcuil» ApoxkkeBbiXx TPHK B MUTOXOHApUH KIIETOK YeIOBEKa
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C IpPOTSHKEHHOM T€HOMHOM naenenueil. OmnocpenoBaHHbBIN
dbepmentom PNPase ummnopt rudbpunasix PHK B Mutoxonapuun
KJIETOK YeJIOBEeKa.

MexaHu3Mbl  TpaHCIOKAUU OETKOBBIX MPEANICCTBEHHUKOB
yepe3 BHEUIHIOI UM BHYTPEHHIOID MHUTOXOHIPHAIbHYIO
MeMmOpany: padora komruiekca TIM/TOM

Nmnopt PHK B Mutoxonapum apoxokei.

Nmmnopt 5S pPHK B MUTOXOHAPHUM KJIETOK MJIEKOIUTAIOIIUX.
Umnmopr TPHK B MHUTOXOHApPWUH  XJaMUIOMOHAIBl -
YHHUKaJbHAsl cucTeMa OallaHCUPOBKH YacCTOT HCIOJIb30BAHUS
KOJIOHOB B IIUTO30JIbHOW U MUTOXOHIPHAIIBHON TPAHCIISIIINU.
Pa3paboTka METOOB TEHHOW Tepanmuu MHUTOXOHAPUATBHBIX
Oone3Hel ¢ MOMOIIBI0 UMITOPTa B MUTOXOHAPUU KOHCTPYKIIUH
Ha ocHOBe JipoxckeBbix TPHK.

I'eHeTMKa MUTOXOHAPUII U MUTOXOHAPHUAJIbHBIE 00J€3HU.

Tunsl nmoBpexaeHuit mutoxoHapuaibHon JIHK: Toueunbie
3aMEHbl, JIeJICUU, WHCEPIUU W HAPYLIECHUS KOJBIEBOM
CTPYKTYphl. [IpHuuHBI NOBpPEXKAECHUS MHUTOXOHIPUATBHOU
JIHK: HapymieHus npoueccoB pEIUIMKALMK, penapanuy, a
TaKXe€ JEMCTBHE MyTarcHOB. Buabl TOYEUHBIX MyTaluid B
mutoxoHpuanbHo JIHK, ux pacmpeneneHue mo reHomy.
Buael genenuii mutoxonapuansHod JHK, npuumHbl ux
BO3HUKHOBeHHUs. ['ereporasmus mutoxoHapuansHoil JIHK,
ee poib B JUCHYHKUMHM MUTOXOHAPUH, KJIETOK U OpPraHOB.
MuTtoxoHapHuansHble 3a0oaeBanus (M3): IpUYHMHBI, YacToTa
BcTpedaemMocTh. ['eHetnka M3, 00yCIOBIICHHBIX MYyTaIlUsSIMU
B MHTOXOHJpPHUAJbHON (MaTepUHCKOE HacleJOBaHHE) H
snepaot JIHK (ayrocoMHO-IOMHHAaHTHOE U ayTOCOMHO-
peLeCCHBHOE HACJIEIOBAHKE) HA MPUMEpPAX HACIEIACTBEHHOMN
ONTHYECKOH HelponaTtuu Jlebepa, TOMUHAHTHON ONITHYECKON
atpoduu u arakcun Ppuapeitxa. MeToabl AETEKIUU
TOYEYHBIX MyTanui B muToxoHapuanbHo JIHK. Ilonsitue

[IncbmenHas KOHTPOJIbHAS
W/WAJT YCTHBIN OTPOC




«y3koro mecta» nis mutoxonapuainsHoi JIHK B oHTOreHE3e
MJIEKOITUTAOIIHNX, ero 3BOJIIOLIUOHHOE 3HA4YCHHE.
Knaccudukanus M3. [IpuunnbI pa3zHO0Opa3HbIX
KJIIMHAYECKUX NPOSIBICHUM OJHMX M TEX XK€ MyTaluil B
MHUTOXOHJPHANBHBIX TreHax. TkaHecnenmuduuHocTh M3.
Cumnromatuka M3. Ilpumepsr M3. Cungpom Kupnca-
Celipa, ero reHeTuka. XpOHHYECKas MPOrPeECCUPYIOMIAs
HapyKHas o TarbMOIUIET s, ee TEHETHUKA.
MuTtoxoHapuanbHas SHUedantonaTus ¢ JaKTOAIMI030M H
uHcynbTonoao0HbMu dmm3ogamu (MELAS), ee reneruka u
JMAarHOCTHKA. MpuoknoHnveckas AIWIETICHUS.
HacnencrBennas ontudeckast HeBpomatus Jlebepa, 3HaUeHHE
€€ TEHETUYECKOW [MarHoCTUKU Uil IE€HETPAaHTHOCTH
3a00JIeBaHUS. Jlmaraoctuka M3: KIIMHUYECKHE,
nabopaTopHble M TIeHeTW4Yeckue uccienoBanus. llytu
neyenust M3. IlepcriekTUBHBIE HampaBieHus JieueHuss M3.
ComaTtnueckue MyTallid B MUTOXOH/IPUAJIbHON

JHK wu crapenne opranuszma. KiioHanmbpHasi 3KCHaHCHUs
neneTupoBaHHbiX  MuToxoHapuaneHbeix JIHK, ee posnp B
CTapeHUU W Pa3BUTHH COMYTCTBYIOIIMX 3a0oneBanuid. [Tytn
u3ydeHus:  (QYHKUMOHAJBHBIX  CJICICTBHM  MyTauuid B
mutoxonapuansHor JIHK B mporeccax crapeHus. Mpimu ¢
MYTaHTHOM  MWTOXOHAPUAIBHOM  IMOJUMEpa3Od,  THUIIBI
MyTallUil y TAKUX MBIIIEH.

IIpomeskyTOYHAA aTTEeCTALMS - 3a4eT C OLEHKOMH XXX | X XX

Hroro 108 | 24 | 12 0 0 36 | 30 | 42 | 72

*Texywuti KOHMPOIb YCNE8AeMOCU MOdiCem Oblmb peanu308an 6 pPAMKAX 3AHAMUL CeMUHAPCKO20 MUNAd, 2PynnogulX Uil UHOUBUOYATbHBIX

KOHCYTbmayuti

** [Ipomesxcymounas ammecmayusi MOjicem npoxooums KAk 6 mpaouyuoHHwviXx gopma (3auem, 3K3ameH), max u 6 uHulX opmax (banibHO-
1 : 1 .

eumuHe08as cucmema, nopmaeouo u o,




10. YyeGHO-MeToAnYecKe MaTepHallbl Il CAMOCTOSITENIbHOW PabOThl aCTIMPAHTOB.

KoHCcneKThI NeKIuid, ayi1o- U BUACO3aUCH JIEKIHHA, (aiiyibl mpe3eHTalHii JIeKIUH, OCHOBHAS U IOTIOJHUTENbHAs yueOHas iureparypa (cm. m.11)
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Hepeueub um[)opmauuouubtx mexnonozuﬁ, UCROIB3YEMbBIX npuU ocyuiecmejilienuu 06pa303ameﬂbuozo npovecca, 6Kjirouas RnpocZpammHoe
06ecneqeuue, uud)opmauuouubte cnpasodHble cucmeMbt):

Wutepuer-6paysep, 6a3sl qanusix PubMed (NCBI, http://www.ncbi.nlm.nih.gov/pubmed), Protein Data Bank (Research Collaboratory for

Structural Bioinformatics http://www.rcsb.org/pdb/home/home.do), MITOMAP - A human mitochondrial genome database
(http://www.mitomap.org/MITOMAP).

Onucanue Mamepuaﬂbuo-mexnuqeawﬁ oaszul.

Jlnst mpenoiaBaHust Kypca He0OX0AUM ayJUTOPHBIA (POH, KOMITBIOTEPHI, POESKTOPHI U SKPAHBI JJIs TOKa3a MPEe3eHTALUH, TOCTYI 00yUJaloIMXCs K
cetu UnTepHer.

12. 531k penoaaBaHus: pyCCKHi (C YaCTUYHBIM UCTIOJIB30BaHUEM MPE3CHTAMOHHOIO MaTepraia Ha aHTJIUHCKOM SI3bIKE).

13. IlpenonaBarens (mpenonasarenu): Kamenckuit [letp AnapeeBud, JOKTOp OMOJOTHYECKUX HayK, podeccop kadeapbl MOJEKYIIpHOW OMOIOTHH
O6uosiornyeckoro Qaxynprera MI'Y.



Ipunoxenune

OueHoYHbIE CPeCTBA ISl IPOMEKYTOYHOM ATTECTAIMHU 0 JUCUMUIIMHE (MOTYJIIO)
HAa OCHOBE KAPT KOMIIETEHINH BbINYCKHHUKOB

PE3YJIBTAT OBYUEHUSA KPUTEPUMU u ITIOKA3ATEJIN OLHEHOYHBIE CPEJACTBA
1o JMCHUIJINHE (MOLYJII0) OIEHUBAHMUS PE3YJIBTATA
OBYYEHUASA

1o JMCHUIJIMHE (MOLYJII0)
(kpumepuu u noxazamenu 6epymcs u3
COOMBEeMCmMBYIOUUX Kapm KOMHEemeHyull, npu
9MOM NONBL3YIOMCS TUOO MPAOUYUOHHOU
cucmemotui oyenusanus, 160 bPC)

1 2 3 4 5

31 (VK-1) 3namw ocHOBBI CTPYKTYPBI U 0 1-29 30-59 60-89 | 90-100 NunuBuayanpHOE coOECeI0BaHNE, 3a4eT
(YHKIMH MUTOXOHIPHiA, OCHOBBI
MOJICKYJIIPHON OMOJIOTUH MUTOXOHJIPUI

V1 (VK-1) Ymemb KpuTHUECKH OLICHUBATD 0 1-29 30-59 60-89 | 90-100 NunuBuayanpHOE coOeceI0BaHNE, 3a4eT
IIPUBEJICHHBIC B HAYYHOH JINTEPAType
IKCIIEPUMEHTAIIbHBIC IOKA3aTeIbCTBA JCHCTBHUS
I/ICCJIGI[YGMBIX COG,Z[I/IHGHI/Iﬁ Ha MI/ITOXOHI[pI/II/I,
CaMOCTOSITEJIbHO HAXOJIUTh U KPUTHYCCKU
aHaJIM3UPOBATh HAYYHYIO JINTEPATYPY B
00Js1acTH OMOJIOTHH MUTOXOHIPHUH.

31 (OIIK-2) 3name nipuHIUIIBI PAOOTHI 0 1-29 30-59 | 60-89 | 90-100 NunuBuayanpHOE coOeceoBaHne, 3a4eT
JIbIXaTEIbHOM LIETH MUTOXOHAPU, CYTh
OCHOBHBIX 6HOXI/IMI/I‘IGCKI/IX mponeccos,
MPOTEKAIOIINX B MUTOXOHIPHSX, OTIINIHS
MCXAaHU3MOB CUHTC3a HYKJIICMHOBBIX KUCJIOT U
0enKa B MUTOXOHJIPUSX OT TAKOBBIX B
HUTOIIA3MC U SAJPC

V1 (OIIK-2) Ymems onieHHBATH 110 0 1-29 30-59 60-89 | 90-100 NunuBuayanpHOE coOece[OBaHNE, 3a4eT




CTPYKTYpHOU opmyne GU3HKO-XUMHIECCKUE
CBOMCTBA COCAMHEHUN, HAXOJUTh HAYYHYIO
JUTEpaTypy Uil yTOUHEHHS OLEHKU ITHX
CBOMCTB, IPEICKA3bIBATh HA OCHOBAHUU 3TUX
CBOMCTB BO3MOKHOE BIIMSIHUE COCMHEHUN Ha
(GYHKIIMY MAETOXOHAPUIN U TIPEACKA3bIBATh
buznonornueckre NocaeACTBHS 3TOTO BIUSIHUS

*IIpoyedypul oyenusanus pe3yibmamos 00yuyeHus no OUCYUnIuHe (MOOYII0) 3a8UCAM OM MO2a KAKas opma npomedxCcymouHol ammecmayuu
UCNONbL3YEMCsl - MPAOUYUOHHASA (3auem, dK3aMeH) Ui uHas (0aiIbHO-pelimuHe08as cucmema, NOpm@oauo u op.).

/lna ouenuganus pe3yibmamos 00y4eHus ¢ eude 3HAHUIL UCNOIb3YIOMCA C/1e0yIouiue MUunbl KOHMpPOJiA:

- mecmuposanue;

- UHOUBUAYATbHOE CObecedosaHue,

- NUCbMEHHbIE OMEEMmbl HA 60NPOCHIL.

- m.n.

/na oyenueanun pe3ynromamos o0yuenusn 6 6uoe yMeHuil u 81a0eHuil UCHOAb3YIOMCA CedyIoujue Munsl KOHMPOna:

- npakxmuyeckue KOHmpoabHvie 3a0anus (Oaree — I1K3), exatouarowux 0OHy uiu HeCKOIbKO 3a0ay (60Npocos) 6 sude Kpamrou hopmyauposKu
Oeticmeuil (Komniekca 0elicmautl), Komopwie ciiedyem 8blNOIHUMb, UU ONUCAHUE Pe3YIbmama, KOMOpblil HYHCHO NOJYYUMDb.

Ilo crnoocnocmu ITK3 pazoensiomes na npocmoie u KOMNJIEKCHbIE 3A0AHUSL.

IIpocmuie TIK3 npeononacarom peutenue 8 00HO unu 08a oeticmaus. K num MOXICHO omHecmu: npocmole CUMYAYUOHHbLE 3A0aYl C KOPOMKUM
omeemom Uiy NPoCmulM O0eUcCmeuUeM; HeCl0XHCHble 3a0aHUs NO 8bINOJIHEHUIO KOHKpemHbIX Oeticmeutl. [Ipocmoule 3a0anusi npumensaomces 07 OYeHKU
ymenuti. Komnnexcnvle 3a0anus mpebOyrom MHO20X0008bIX peuleHutl Kak 8 MUNUYHOU, MAK U 8 HeCMAaHOapmHOU cumyayusx. Omo 3a0aHusi 8
omxpuimot ghopme, mpebyroujue nO3MANHO20 peuleHus: U paseeprHymo20 omeemad, 8 m.y. 3a0aHusl Ha UHOUBUOYAIbHOE WU KOJLIeKMUBHOE 8bINOHEHUE

NPOEKmos8, Ha BbINOJHEHUEe NPAKMUYEeCKUX Oelicmautll uiu 1abopamopusix pabom. Komniexcuvie npakmuyeckue 3a0anusi NPUMEHAIOMCS 01 OYeHKU
81a0eHull.

Tunot npakmuiyecKux KOHmpOoJbHblx 3A0aHULL:

- 3a0aHUA Ha ycmalosienue npaewzbﬂoﬁ nomeéoeameﬂbﬂocmu, B83AUMOCBA3AHHOCMU ()eﬁcmeuﬁ, 6bIACHEHUA 6NMUARUA PASTUYHbLX cj)akmopoe Ha
Ppe3Vibmanibl 6blNOJIHEHUA 3610617—11/{}1;

- ycmaroeenue nociedo8ameibHOCmu (ONUCams aieopumm 6bINOJIHeHUsl OellCmeusl),
- HaxooicOeHue ouubOK 8 NoC1e008amelbHOCmU (Onpederums NPAsUIbHbIU 8APUAHM NOCIE008AMETbHOCIIU OelCMBULL);
- YKA3amy 803MOJICHOE GUAHUE (PAKMOPO8 HA NOCIEOCMBUSL PeaTU3ayUU YMEeHUs. U m.o.

- 3a0aHus HA NPUHAMUE peuleHUss 8 HeCMAaHOapmHol cumyayuu (cumyayuu 6ulO0pa, MHO20ANLMEPHAMUSBHOCIIU peuleHUll, NpoOIeMHOl
cumyayuu);




- 3a0anusl HA OYEHKY NOCIeOCMBULL NPUHAMBIX PeUleHULL,
- 3a0aHUA HA OYEHKY IPPeKmueHoCmu 8bINOTHEHUS OeliCBUsL
- m.n.

DOoH/IbI OLICHOYHBIX CPEACTB, HE0OX0AMMBIE 1JIs1 OLEHKHU Pe3ybTAaTOB 00y4YeHHUs
Ilpumeput 6onpocoé Kk meKyuiemy KOHmpoJi0 (NUCbMEHHAA KOHMPOJIbHAA, YCHIHbLIL ORPOC):
e OnwummmuTe OCHOBHBIE (DYHKIIMH MUTOXOHAPUNA
e [IpoucxoxaeHrne MUTOXOHIPUH - Teopus cumOnoreHesa. PazHooOpazne MUTOXOHIPUN U UX TEHOMOB.
e KakoBbI OCHOBHBIE TEHJICHIIMH DBOJIIOIMN MUTOXOHIPHAIBHOTO MpOoTeoMa?
e Crpykrypa mutoxonapuanbHoit JIHK: opranuszamnus nykieonna, hopmsl MutoxonapuansHoi JIHK, MUTOXOHIpHATBHBIN reHETUYECKUNA KOI.
e  (OCHOBHBIE 3JIEMEHTHl MUTOXOHAPHAIIBHOI'O F€EHOMA YEJI0BEKA: T€HbI U PEryJIATOPHBIE YYaCTKU — OPUIKUHBI U IPOMOTOPBI.
e  OnummuTe OCHOBHBIE MOJEIH PEIUIMKAIMKU MUTOXOHApransHou JIHK.
e Kakue ocobennoctn umeet padora JJHK-momumepassr ramma?
e BcmomorarenbHble GEPMEHTHI PEIUTHKAIINN: XeIHKa3bl, 0enok SSB, Tononsomepassl, PHKa3sb1.
e KakoBo (pyHKIIMOHAIbHOE 3HAYEHNE METWIIMPOBAHUS SAEpHOI 1 MUTOXOHApHanbHOoi JJHK?
e st yero ciyxut OuCynb(UTHOE cCeKBeHUpoBanue? OMUIINTE TPUHIIAIT METO/IA.
e KakoBbI BO3MOKHBIE IPUYMHBI OBBIIIEHHON YaCTOThI MyTalluii B MUTOXOH/IPHUAJIbHOM TeHOME?
e Kak pacnpenensrorcs pa3IuyHble MyTalldy 10 MUTOXOHIPUAJILHOMY T€HOMY M OTEJIBHBIM IENIM MUTOXOHApHanbHOM JIHK?

e  OnwummmTe BUABI peHapanyu B iAPE U MUTOXOHIPHUSX.



KaxoBbl OCHOBHBIE BU/IbI TOBPEKICHHUS a30TUCTHIX OCHOBAaHUH U (pepMEHTHI, yHaCTBYIOIIKE B UX penapanuu’?
Mexanusm Base excision repair (BER) B MUTOXOHIpHSX: ONUIINATE OCHOBHBIC CTQAUU H (DEPMEHTHI.
Tomnorpadus u perymsimus penapanud B MUTOXOHIPHSIX.

Crpykrypa PHK-nnommmepasst POLRMT:ocHoBHBIE pyHKIIMOHANBHBIE Y4acTkH, PPR-MOTUBEL.

OnuimmTe nTporecCuHr MUTOoXoHaApranbHbIx PHK.

Kaxk ocymectBisiercs perymsnus cTabuIbHOCTH MUTOXOHApHaTbHbIX MPHK?

PPR-6enku, nx 0COOEHHOCTH ¥ ()YHKIIUA B MUTOXOHJIPHUSIX.

Onummmre 0COOEHHOCTH CTPYKTYPBl MUTOXOHIPHATLHBIX PHOOCOM B CPABHEHHH C TIPOKAPUOTUYCCKUMHU.
Onummre 0COOEHHOCTH MEXaHU3MOB MUTOXOHIPUATILHOM TPAHCIISAIIUU B CPABHEHUU C TIPOKAPHOTUIECCKOM.

MexaHu3Mbl ~ TPaHCIOKAIlMM OEJNKOBBIX IPEANIECTBEHHUKOB 4Yepe3 BHEIIHIOI U BHYTPEHHIOID MHUTOXOHAPHAIBHYIO MeMOpaHy: pabora

komrurekca TIM/TOM

Kak ocymectisercs umnopt PHK B Mutoxonapun apoxskel 1 MIEKOIUTAIOIINX ?
Nwmmopt TPHK B MUTOXOHAPHUA XJITAMHIOMOHAIEI - YHHKAJIbHAS CUCTEMa 0aTaHCUPOBKHU YaCTOT MCIIOIL30BaHUS KOJOHOB B IIUTO30JIbHON U
MUTOXOHIPHATIFHON TPAHCIIALINH.

Pa3paboTka MeToMOB TeHHAs TepaIvs MUTOXOHAPHUATHLHBIX OOJIE3HEH ¢ TTOMOIILI0 UMITOPTa B METOXOHIPHH KOHCTPYKITUH Ha OCHOBE ApoxkeBbIx TPHK.



Bonpocsl, BBIHOCHMBIE Ha 3a4eT 10 Kypcey «MoJiekyJsipHas 0H0JI0rusi MUTOXOHAPHIi»:

1.
2.
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CtpoeHue u CTpyKTypa MUTOXOHIPUNA. MUTOXOHAPHAIIEHBIA MAaTPUKC U MEMOPAHBI, UX POJIb.

@OyHKIUN MUTOXOHJPUH B KJIETKE: POJIb MUTOXOHJPUIA B OMOIHEPreTUKE, B META00IM3MeE, B SIBICHUAX CTAPEHUS U IPOrpaMMUPYEMOM KIETOYHOH
rubemnu.

Pone MUTOXOHIpHI B TIpoLIecce ObIXaHUs, MEMOPaHHBIN OTEHINAN, OTIKU IbIXaTeIbHOH 1IETH, TIEPEHOC FIEKTPOHOB.

OBoIOIMSA MUTOXOHPHUAIBHOTO ITPOTEOMA.

Crtpoenue nykieounaa, hopmsl MutoxoHapuanbHon JIHK, reasr Mutoxonapuansuoit JJHK

MuUTOXOHIpUATbHBIA T€HETUYECKUN KO/,

OCHOBBI TEHETUKH MUTOXOHPUH - TOMOIIJIa3MHUsI U T€TEPOIIa3Musi, 0COOCHHOCTH Hacjel0BaHUs TeHOB MUTOXOHapuanbHoi JTHK

OCHOBHBIE MOJENN PEIUIMKALIMA MUTOXOHIPUAIBHOTO T€HOMA.

OcHOBHBIE PeryIsSTOPHBIE AIEMEHTHl MUTOXOHAPHAILHOTO T€HOMA, UX (PYHKIIUH.

. Ctpyktypa u pyHKIun ocHOBHBIX (hepmenToB perumkaiuu: [JHK momumepasa vy, xenunkaza TWINKLE, 6emox SSB, Tonmonzomepassr, RNase HI.
11.
12.
13.
14,
15.
16.
17.
18.
19.
20.

JIHK nonumepasa y — cTpykTypa ¥ QyHKIIUH.

MuToXOHIpHaIbHBIE XEIUKA3bl U TOTIOM30MEPa3bl.

MetunupoBanue MutoxoHapuanbaoi JJHK

MyTanuu MUTOXOHIPUAIBHOIO F€HOMA: PACTIPEAEIICHUE M0 TEHOMY U LIEISIM, BO3MOKHbIE TPUYUHBI BO3HUKHOBEHHSI.
OcHoBHbIE TUIIBI penapanyuyu MuToxoHapuansHoi JJHK B cpaBHEHUM € g1epHON.

OcHOBHbBIE BUIbI TOBPEXKACHUN a30TUCTHIX OCHOBAaHUH B MUTOXOHJIPUSIX U UX TOCIEICTBHUS.

OcHogHble 3Tanbl BER B Mutoxonapusx.

Mexanusm short patch BER u long patch BER.

Perynsuns BER B MUTOXOHIpUSIX.

MMR u penapanus AByLIENOYEUHBIX TOBPEXKACHUN MUTOXOHApUanbHoi JIHK



21.
22,
23.
24,
25.
26.
217.
28.
29.
30.
31.
32.
33.
34.
35.

36.
37.
38.
39.

40.

Tomnosorus u peryasnus penapanyuy B MUTOXOHAPUSIX.

Tpanckpunims mutoxonapuanbaoit JIHK: ocHOBHBIE epMeHTHI 1 UX (PYHKITUH.

Crpykrypa u ocobennoctd POLRMT. ®ynkiuu tpanckpuniimoHHbix haktopoB TFBM1 u TFBM2.

Crpykrypa, ocobennoctu cBs3biBanus ¢ JIHK u pynkiuun TFAM.

TepmuHaus TPAaHCKPUTIIIMH MUTOXOHAPHAbHOTO TeHoMa. MexanusMm cBsizbiBanus ¢ JJHK u pynkuuun MTERF1.
benku cemeiictBa MTERF — nx oco6eHHOCTH U (QyHKITUH.

IMponeccunr mutoxouapuansaeix PHK: tRNA punctuation model.

[Ipoueccunr mutoxoHapuanbHbix TPHK.

IIpoueccunr MPHK: Belpe3zanue u nonavaieHuIMpoBaHUeE.

Perynsauus crabmibHOoCTH MUTOXOHApUaNbHbIX MPHK.

[Ipoueccunr mutoxonapuanbHbix pPHK.

PPR-6enku, nx 0COOEHHOCTH M ()YHKIIUA B MUTOXOHJIPHUSIX.

OCoOEHHOCTH CTPYKTYPbl MUTOXOHAPHUAIBHBIX pUOOCOM B CPABHEHUU C MTPOKAPHOTHUECKUMH.

OcoOeHHOCTH MEXaHM3MOB MUTOXOH/IPHATILHON TPAHCIISIMK B CPAaBHEHUH C IIPOKAPUOTUUECKOI.

VY3HaBaHHe OENTKOBBIX MPEAINICCTBEHHUKOB MHUTOXOHAPUATIbHBIMU PpEUENTOpaMH W HMX TPAHCIOKAIUs Yepe3 BHEIIHIO MHUTOXOHJPHAIBbHYIO
MeMOpaHy.

BapuanTs! TpaHCIOKaMy OEITKOBBIX MPEIIIECTBEHHUKOB Yepe3 BHYTPEHHIOI0 MUTOXOHIPHATIBHYIO MEMOpaHy.
Nmnopt PHK B MUTOXOHApUYN IPOKAKEN.

Nmnoprt 5S pPHK B MUTOXOHApPUY KIETOK MIEKOMUTAIOIINX.

Nmmopt TPHK B MUTOXOHAPHUM XTaMUIOMOHAIBI - YHUKAIbHAS CHCTEMa 0aTaHCUPOBKH YacTOT MCITOJI30BaHUS KOJIOHOB B ITUTO30JIbHOU U
MHUTOXOHIPUAIbHON TPAHCIISILIUU.

I'erepornazmust - hakTop, ONpPEACIAIOMINN Pa3BUTHE MUTOXOHIPUATBHBIX O0JIE3HEN U UX TeHHYIO TE€PAIHUIO.



41. CnocoObl TEeHHOM Tepaniu MUTOXOHAPHAIBHBIX Oose3Hel mocpenctoM umnopra PHK B mutoxongpuu.

42. MuToxoHApUalbHbIe 3200JI€BaHUS: UX PUYMHBI U T€HETHKA.

43. YMeHbiieHne koji-Ba mMutoxouapuanbHoi [IHK B oHTOTEeHE3€, 3HaUeHNE ATOT0 MPOoIecca B ABOIIOIUN U IS Pa3BUTHUS MUTOXOHIPHATBHBIX
3a00JIeBaHUH.

44, Tkanecneun(pUIHOCTh U CUMIITOMAaTHKa MUTOXOHIPUAIBbHBIX 3a00s1eBanuil. [IpuMepsl, TMarHoCcTUKa U MOAXObI K JICYCHUIO.

45. CBsI3p HAKOIUICHUS! COMaTUYecKUX MyTauuii B MutoxoHapuanbHoit JIHK u crapernem. KionanbHast skcriaHcHst TepEKTHBIX MHUTOXOHIPUATBHBIX

JIHK. MpImuHbIe MO MUTOXOHIPUAIBHBIX 3a00JI€BaHUH.



