OT3bIB
Ha aBTopedepaTr auccepraunu Kypanosoit Mupeu JleonnnosHsl «KieTounsle u
MOJIEKYJISIPHBIE ~ OCOOEHHOCTH  TNPOSIBICHHS]  aTaKCUHM-TEJICAHTMOKTa3uu»  Ha
COMCKaHHMe YYEHOU CTeneHu KaHAuJaTa OMOJIOrMYeCKUX HayK IO CHEelUaIbHOCTH
03.03.04 — «xyeTo4yHast OMOJIOTHS, IIUTOJIOTUS, THCTOJIOTHS.

Pa6ora M.JI.LKypaHoBOii MocBsIlleHa HCCIIEIOBAHUIO psiia OCOOEHHOCTEN
NpOsIBIICHUs1 aTaKkcuu-TeneaHrmokTazuu (AT). Dta HacnenacTBeHHas OoJie3Hb
SBJISIETCS  MPOTPECCUPYIONIMM  MYJBTHCUCTEMHBIM  HEWpOJereHepaTUBHBIM
3a0o0jeBaHeM C IIpU3HAKaMH TPEXKIEBPEMEHHOIO CTapeHusi M  pe3Ko
MOBBIINIEHHBIM pUCKOM KkaHueporeHeza. AT Hacinegyercs IO ayTOCOMHO-
pPEllECCUBHOMY THITy, BO3HHMKas H3-3a O4YEHb Pa3HOOOpA3HBIX MyTalluii B TIeHe
ATM, xotopslii Tokanu3oBaH B 11 xpomocome (11g23), umeet pasmep 150 T.0.H. U
comepXUT 66 3K30HOB. BBICOKOMY pHCKY pa3BUTHSL OIIyXOJIed IMOJBEPXKEHBI H
reTepo3UroTHbIE HOCHTENH MyTaluu. Yactora 3aboneBaHUs B 3aBUCUMOCTH OT
nomyjsanuu coctaiasier oT 1:300000 mo 1:40000 nHaceneHwusi, MpU ITOM JOJIs
reTepo3UroTHBIX HocuTeNnel coctanisieT oT 1 1o 7%.

I'en ATM xonupyet nporennkunasy ATM (Ataxia Telangiectasia Mutated),
UTpAoOIIyI0 KIIOYEBYIO pPOJIb B OTBeTe KiIeTKH Ha mnoBpexaenue JIHK mpu
00pa30BaHUHU JIBYHHUTEBBIX Pa3phiBOB. B pereH3upyemoii paboTe Ha JOCTATOYHO
IIMPOKON TPYyIIe Pa3InYHbIX HHTEPECHBIX JIMHUHA aBTOPY YAAJIOCh pa3paboTarh
anpoOMpoBaTh KJIETOYHBIA METOJ] JUarHOCTUKU 3abosieBanuss AT, KOTOpBHIit
NPEJCTAaBISAET EHHOCTh IS Bpayel-KIMHULIKUCTOB MPHU MMOCTaHOBKe auarHo3a AT
B CJIOXKHBIX CJTydasx.

OcoOn1it uHTepec mnpencrapnser onucanue M.JL.KypaHoBo¥ MoO3aW4yHBIX
dopm AT B OByX JNUMHHUSAX, Tleé MYTAHTHBIMU SBISIOTCS JIMIIb 4YacTh KIIETOK
opranu3zma. OnucaHHbIe JIMHUM COJIEPIKANIU JBa Pa3HbIX TUIIA KIETOK: C aKTUBHOM
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OCHOBE TaKOW MO3aWYHOCTH, JO KOHIIA HE PACKPBIT M NOMJIECKHUT NAIbHEHIIEMY

HN3Y4YCHHUIO.

Taxxe HMHTEpECHBIMU TMPEACTABISIIOTCS pe3yJbTaThl, IOJIYy4YEHHbIE Ha
KJIETKaX JIMHUH ¢ HamOolee Tsmkémoit dopmoit AT, B KOTOpO# E€TEeKTHPOBAIOCH
Oonpioe KoMMYEeCTBO (oKycoB calToB (ochopriupoBaHUs NPOTEMHKUHA3
ATM/ATR B HHTakTHOM COCTOSHHHM. TeM He MeHee, K JaHHOM TIJiaBe €cCThb
HEKOTOpbIe 3aMedaHus. Bo-TmepBbIX, XOTeNoCh OBl MOMYyYUTh OT aBTOpa Oosblie
O0OBSICHEHU# BO3MOJXXHBIX MPUYHMH JAHHOTO SIBIIEHUS. BO-BTOpBIX, Ha3BaHUE 3TOHN
IJIaBbl MOXXHO OBLIO moAoOpaTh OoJjiee KOPPEKTHO. BrIlIen3nokeHHbIe 3aMedYaHus
HOCSIT peKOMEH/IaTeIbHBIA XapaKTep U He CHIDKAIOT 3HAUUMOCTH pabOoThL.



Ilpu nospexnenun JIHK npoucxonst xoHdopManuoHHbIE W3MEHEHHUS
XPOMAaTHHA, II03TOMY Pe3yJIbTaThl, OJyYeHHbIE aBTOPOM, MOTYT OBITh IOJIE3HBIM
IUIsL TIOHUMAaHHUs INPOLECCOB PEMOJEIMPOBAHMS XpOMAaTHHA TNPHU HapyIIEHUH
(GYHKIIMOHHUPOBAaHMM  KIIFOYEBBIX  TNPOTEHHKHWHA3 KJIETOYHOTO OTBETa Ha
noepexaenne JIHK - ATM u ATR. Hampumep, pe3ynbTaThl HCCII€IOBaHUS
snure”erndyeckux ocobenHocredt nmpu AT H3K9me3 m H3K27me3 u SIRTI u
SIRT6 no3Bonunu BeIABUTH accommanuio mMexnay AT u O6enkamu H3K27me3 wu
SIRT6. OpurvuHanbHbIM ¥ UHTEPECHBIM IPEICTaBIsAETCS pa30WeHre pe3ysIbTaToOB
aHaJM3a MHTEHCUBHOCTH ()IyOpecLieHLIMd Ha YCIIOBHO BBIOpDaHHEIE AHAITa30HBI
WHTEHCUBHOCTH, YTO IIO3BOJIMJIO BBISIBUTH JBa NUKa (IyOopecUeHLHH B sapax
KJIETOK MOo3au4yHbIX hopm AT.

3akmoueHue: OCHOBBIBAsCh Ha aHalu3e aBTopedepaTa, MOKHO 3aKIIOYHUTD,
yTOo auccepranoHHas pabora KypanoBoit M.JI. Ha Temy: «Kinerounsle u
MOJIEKYJISIPHBIE OCOOEHHOCTH AaTaKCHUHU-TEeJICAHTUIKTA3Uun», TpeACTaBIeHHas Ha
COMCKaHMEe YYEHOH CTENeHM KaHJuaaTa OMOJIOTMYECKHX HayK, SIBIISIETCS HAy4YHO-
KBAIM(UKAIIMOHHON paboTOH, B KOTOPOW COHEPKHUTCS peIIeHHEe 3aJla4yH
BBISIBIICHHE KJIETOYHBIX M MOJIEKYJIIpHbIE OCOOEHHOCTEH IpH HaCJIeACTBEHHOM
reHeTHYEeCKOM 3a00JIeBaHUU aTaKCHUs-TEJIeaHTHIKTa3Us, UMEIOIee CyIIeCTBEHHOE
3HAU€HUe [Js KJIETOYHOM OHOJIOTMH M MEIUIMHBI, M IO CBOEH aKTyaJIbHOCTH,
Hay4YHO! HOBU3HE, TEOPETUYECKOU U MPAKTUYECKON 3HAUUMOCTH COOTBETCBYET I1.9
«ITonoxenuss o mopsiAKe MPUCYNKIOEHUS YUYEHBIX CTENEHei», YTBEepKIEHHOTO
ITocranoBnenuem IlpaButensctBa P® Ne 842 or 24 cenrtsabps 2013 r., u
TpeOOBaHUsIM, MpPEABSBISEMbIM K JUCCEPTALlMOHHBIM paboTaM Ha COUCKaHHE
y4E€HOM CTENEHU KaHJU/1aTa HayK, a COMCKATellb 3aCily)KUBAEeT CTETIeH! KaHuaaTa
Hayk mo cnemuanbHocTd 03.03.04 — «xieroyHas OHOJIOTHS, IIUTOJIOTHS,
THUCTOJIOTHSD).

Jlexan buonoruyeckoro gaxkynpreTa

Cankr-IletepOyprckoro rocy1apcTBEHHOTO YHUBEPCHTETa,

3aBeayrouas Kadeapoi IUTOIOTHH U TUCTOJIOTHH,

JIOKTOp OMOJIOrHYecKuX HayK, Ipodeccop A.J1.Xapa3oBa
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