OT3bIB

OQHMIMANTEHOTO OIIOHEHTa, JOKTOpa MEOWIUHCKUX Hayk, mpodeccopa,
3aBelyolled J1abopaTOpUM HACNEACTBEHHBIX HapylLIeHHH OOMEeHa BEIEeCTB
OI'bHY «Meauko-renerndeckoro HayqHoro Llentpa um. akam. H. I1. BoukoBa»
3axaposoii Exarepunbl FOpreBHbI Ha aucceptanmio Kocrapesoit A. A. Ha Temy:
«MoneKyJsIpHO-TeHEeTHYeCK1E MEXaHU3MBI pa3BUTUS UJIMOTIATUYECKOM
PECTPUKTUBHON KapJUOMMOIIATHM», IPEICTABICHHYIO Ha COMCKAHHE Y4YEHOM
CTEIICHH JIOKTOpa MEIUIIMHCKUX HayK 0o coemuanpHocTsaM: 14.01.05 —
kapauonorus v 03.02.07 — reneruka.

AKTyaJIbHOCTb TeMbI IHUCCEPTALHH

PecrpukrusHas kapauomuonarus (PKMIT) ssisiercst HanGouiee penkoii cpenn
OCHOBHBEIX MOpQonoruueckux ¢opMm kapauomuomnaruil. HaubGonee TskeasIMu
SBJSIIOTCS.  MJMONATHYECKUE CiIydyaud 3a0oleBaHMs, KOTOpPhIe UYacTO HOCST
HACJIENICTBEHHBIA Xapakrep. TskecTh TedeHWs 3a0oieBaHUs OIpPEHeNIeTCs
pa3BUTUEM CUHJPOMA CEPAEYHON HENOCTATOYHOCTH U BBICOKUM PUCKOM BHE3AITHOM
CMEPTH NpPH JaHHOW MaTOJOrMU. JTa rpymnmna OoJje3Hel SBISETCS IeHETHYECKU
TeTEPOreHHOW M B CHMIY HMX PEIKOCTH HENOCTATOYHO u3ydeHHOH. [Ipu sTom
NOHUMaHWe TeHETHYECKMX OCOOEHHOCTEM KapAHMOMHUONATHH aKTyajbHO KaK ¢
NO3ULMN KIIMHUYECKON 3HAYMMOCTH, TaK M Ul Oosiee NeTalbHOW paciudpoBKH
[aToreHe3a JaHHOM TsDKenodl rpymmbel  3aboseBanHuii. B omimume ot
TUNEPTPOPUIECKON U AWIATAIMOHHOW KapAMOMMOIATHH, IS KOTOPHIX K
HACTOAIIEMY BPEMEHH ONHUCAHO Oojee OBYX MAECATKOB IMNPHYMHHBIX I'€HOB, B
kauecTBe npu4uHel passutud PKMII no HenaBHero BpemeHH yOenuTenbHO ObLia
II0Ka3aHa poiib ToJbKO 4YeThipex reHoB: TNNI3, MYH7, ACTC u DES. Hecmotps
Ha OYEBHUJIHYIO aKTyaJIbHOCTh IIUPOKOI0 U3y4YeHHUs reHeTudyeckux npuanH PKMII,
OOJIBINMHCTBO JUTEPATyPHBIX JaHHBIX HA 3TY TEMY NOBOJILHO OrpaHHYeHbl. Jlaxe
PaclIMpeHUe METOAMYECKHX BO3MOXKHOCTEHM, CTaBlliee NOCTYIHBIM B IMOCIETHHE
roAbl B CBS3W C MOSABICHHEM MAacCOBOTO IapajuUICIFHOTO CCKBEHUPOBAHMS, HE
IPHUBEIIO K IOSBICHUIO OOJIBIIOTO KOJINYECTBa MyOIMKAMiA OTHOCUTENBHO CIIEKTPA
reHeTndeckux npuyuH npu PKMIL.

OtcyTcTBHE KpYyNHBIX perucTpoB mamumenTos ¢ PKMII  sBiusercs
CYLIECTBEHHBIM MPEMSTCTBUEM IJI CO3JAHUS CUCTEMBI OLIEHKU PHUCKa IIPU JaHHOU
naroynorud. B To ke BpeMs 04€BUIHBIM SBISIETCS U TOT (aKT, YTO OOIIENPUHATEIE
IIKaIbl IPOrHO3a, pa3paboTaHHBIe B OCHOBHOM Ha Koroprax nanueHTos ¢ XCH
UIIEMUYECKOT0 TeHe3a, HE MOTYT ObITh PABHOLIEHHO IIPUMEHEHBI MPU Pa3JInYHBIX
tanax KMII u B pasnu4HBIX BO3pacTHBIX Tpymmax. bomee Toro, B nmTeparype
OTCYTCTBYIOT CBEJIEHHS O BO3MOXHOCTH MCTIOJIB30BAHMS UITH O CO3IaHHH IT0L00HBIX
mkait poruo3a XCH y manueHToB JeTCKOH BO3pacTHOM Tpyibl. Takum o6paszom,




CO3/IaHUE M BAIMAMPOBAHHWE MOMOOHBIX IIKAJA C Y4€TOM AETANbHBIX 3HAHUHI O
TCHOTHIIC TAIIMEHTA ABIIAETCA KpaiHe IEPCIEKTUBHBIM IPH PsIE KapJHOMHUONATHIA,
B yacTHOCTH rpu PKMIT.

HBIKeHHe B CTOPOHBI MEPCOHANTM3UPOBAHHON MeIUITMHEL o0ycaBIuBaeT
HeOOXOIMMOCTb M3y4eHHs] IMATOMEXAHH3MOB, JEKAIMX B OCHOBE HE TOJLKO
OT/IENBHOrO 3a00JIEBaHMS, HO U CBSI3aHHBIX C OIpeieIeHHBIMHU MyTalUsIMU B
OIPEAENICHHOM reHe. PesynbTaroM maHHBIX HCCICHOBAHUN MONKHO SIBUTHCS
OIPE/ICJICHHE HOBBIX BHYTPUKJIETOYHBIX MUIIEHEH, KOTOPbIE MOI'YT CTaTh OCHOBOH
JULS Tepaliiy JaHHOM TSHKEJION TPYIIIEI 00JIE3HEH.

B cBA3M C  BBINEH3NOKEHHBIM  AKTYaIbHOCTB JHACCEPTALMOHHOTO
uccienosannsi Kocrapesodt A. A. Ha Temy: «MoONeKyISpHO-TEeHETHYECKHE
MEXaHU3Mbl DAa3BUTHS HAMONATHYECKON DPECTPUKTUBHOM KapAMOMHUOMATHH» He
BBI3bIBAET COMHEHHH.

CTpykTypa nuccepTanun, OneHKa ee colepKaHus U 3aBEPIICHHOCTH B
eJIoM

CTpykTypa AuMCCEpTallMH COOTBETCTBYET TpPAmHMLLOHHOMY IpUHLUIY U
COLCPKUT BBCICHUE, JIMTEPATYyPHBIH 0030p, pasmen «Marepransl U METOLBIY,
pesynpTaThl U o0CyxaeHHe. TekcT nuccepTallMd BKIOYaeT 314 cTpaHuL, 43
TaOIULBL U 54 pucyHKa.

Bo BBenenuu B kpaTkoit hopme 0Go3HAUEHA aKTYaTbHOCTD UCCIENOBAHMS 1
000CHOBaHa HEOOXOOMMOCTb DPELICHHS KIIOYEBBIX BOLPOCOB B UCClIeyeMOoi
obmactu. IlpencrasieHHble 3aqauydl MOJHOCTEHIO COOTBETCTBYIOT TIOCTABJIEHHOMN
Ienu uccnenosanus. Kparkoe omucanne HaydHOW HOBM3HBI, TE€OPETHUECKON W
MPAaKTUIECKOH 3HAYUMOCTH UCCIIENIOBaHNs B pasziene «BpeneHue» moqgepkuBaer
BaXHOCTH ITOJIy4YE€HHBIX PE3YJIbTATOB.

B nuteparypHOM 0030pe Ha 43 cTpaHULAX M3I0KEHbI COBPEMEHHBIE JJAaHHBIE O

- OTHOJIOTMM M IIaTOT€HE3€ WINOIIATHUYECKON peCTpI/IKTI/IBHOﬁ KapAnOMHOIIaTHH,

COBPEMCHHBIX MPEJCTABICHUAX O CIEKTPE €€ TeHETHYECKUX IPUYHH O
MOJIEKYTSPHBIX acCleKTaX natoreHesa. OTpaXkeHBI CIO0XKHOCTH M3Y4eHHS AAHHON
[IaTOJIOTMM B CBA3M C €€ PEAKOCTBIO, TSHKECTBIO KIMHUYECKOIO TEUCHHUS U
CUCTEMHBIMH  NPOABNEHUAMH.  OTHEeNbHBIH  pasgen  LOCBANIEH — aHANM3Y
Kap[HOMHUOTIaTAH B COYCTAHHM C HEHPOMBIIEUHBIMU 3a00JeBaHusIMY. [IpoBeen
MOAPOOHBIA aHANM3 JOCTYNHOH IHMTEPaTypsl O MOJIEKYJIIPHBIX MeXaHU3Max
Pa3sBUTUS NECMUHOBEIX KapIHOMHONATHH, KapAMOMHOIATHH, acCOIMMPOBAHHBIX C
MyTalusiMu B rene jJamuHa (LMNA) u tpronuna [ (TNNI3). 3aBepiarommas 4acts
BBEJICHHUS IIOJYCPKHBAET HEOOXOMUMOCTh M II€PCIIEKTUBHOCTH JANbHEMIINX
MCCIIENOBAHNH, MX aKTYallbHOCTh C IO3ULMM KIUHWYECKOH ¥ (YHIAMEHTATLHOMN
MEeIUIIUHEI.




B pazgene «Marepuaisl ¥ METO/BI» OIMCAHBI OCHOBHBIE METOJBI
KJIMHAYECKOro M (PyHKUIMOHAIBHOTO HCCIENOBaHHUS W MPHUHLHMI (HOPMHPOBAHHUS
KIMHUYECKUX Tpynn mnamueHToB. [logpoOHO ommcaHbl BCe TPUMEHSEMEBIE
MOJIEKYJISIpHBIE M KJIETOYHBIE METOIBI, METOABI [CHETUYECKOTO aHajM3a, METOIBI
OnonH(pOpMaTHIECKON 00pabOTKK JaHHBIX. [IpecTaBIeHbl POTOKOJIBI CO3IaHUS
TeHETUYECKUX KOHCTPYKIMM, MOTyYeHUS HWHIYIUPOBAHHBIX IUTIOPHITOTEHTHBIX
KJIETOK, KyJlbTHBUPOBAaHUS M HampaBieHHOW IU(M(OEPEHIUPOBKH IE€PBUYHBIX
KJIETOK M KIIETOYHBIX JIMHUHM, METOIbl MMMYHOOKPAIIMBAHUS U 3KCIPECCHOHHOM
OLICHKU T'€HOB, YTO JAeT BO3MOXXHOCTHh BOCIIPOU3BEICHUS BCEX KCIIOJb30BAHHBIX
nporokonoB. [IlpencraBieHsl Bce HCMONB3yeMble IiejieBble MAHETHd TeHOB JIJIs
CEKBEHHPOBaHUS HOBOTO ITOKOJICHHS, a TAKKe MOIPOOHO OMUCAH aJIrOPHTM aHATH3a
IIATOT€HHOCTH BBISIBIICHHBIX BAPHUAHTOB.

PesynbraTel uccienoBaHUs M3NIOXeHbI Ha 135 cTpaHunax TekcTa H
CKOMIIOHOBaHBEl B 7 TInaB. Bce monydeHHbIE NaHHBIE HATTATHO W JOCTYITHO
WIUTIOCTPUPOBAaHbl OOJBIINM KOJMYECTBOM TAOJNHUI[ U PUCYHKOB, IO3BOJISIOLIMX
OILICHUTL [IEPBUYHBIE MAaTEPHUAJIbI, HA OCHOBAaHUU KOTOPBIX JICIATHUCH 3aKIIOUCHUS U
BBIBOABI. Vcronb30BaHHbIe IPpU 00pabOTKe pe3yIbTaToOB JIUTEPATYPHbIE HCTOYHUKY
PacIIMpSAIOT IIyOMHY MPOBENEHHOTO aHAIW3a W TMOATBEPKIAIOT KOPPEKTHOCTH
CIEJaHHbIX 3aKJIIOUYCHUH.

B npouecce oOCyXIEHHs aBTOp COIOCTABISAET IIOAYYEHHBIE [aHHBIE C
UMEIOIEACS  JIMTEepaTypoil, UCHOJb3ys OONBIIONH apceHal COBPEMEHHLIX
HUCTOYHHUKOB. B 3aKkmoueHue Kaxgoro pasaena JaHa OIEHKAa 3HAYHMMOCTH
NOJIyYEHHBIX  PE3yJbTaTOB M HMX COOTBETCTBHE TMEPEJOBBIM  HAYYHBIM
UCCIIeIOBAaHMSIM B U3y4aeMOU 001acTH.

Cnucoxk nuTepaTypbl COIEPXKHUT OOJbIIOE KOJIMYECTBO COBPEMEHHEIX
HMCTOYHHUKOB, COCTOMT M3 446 UMATHPYEMbIX TE€YATHBIX H3AaHUM, BKIo4as 50
OT€4YeCTBEHHBIX PaboT U 395 3apyOeKHBIX.

B pabore mpencTaBieHbBl MHOTOYMCIIEHHBIE MPAKTUYECKHE PEKOMEHIAINY,
KOTOpPBIE€ TIOCBAIIEHEI OCOOEHHOCTAM HAONMIOAEHWS] W JieueOHOUW TaKTUKH
NAlMEHTOB C PECTPUKTUBHOU Kapauomuonarueir. CojepxaHue IUCCEPTALUAU
ITOJIHOCTEIO COOTBETCTBYET JBYM YKa3aHHBIM cHeruanbHocTIM 14.01.05 -
kapauonoruss u 03.02.07 — reseruka, aBTOpedepaT IIOJHOCTBIO OTpa)KaeT
COZiep’KaHNe OCHOBHBIX MOJIOXKEHU JHCCepTaLIHM.

Hayuynass HoBHM3HA 000CHOBAaHHOCTb MW /IOCTOBEPHOCTH HAYYHBIX
0JI0KeHH i, BLIBOJAOB H PEKOMEHAAUH, c(pOPMYTHPOBAHHBIX B THCCEPTANMH
B Hacrodiee BpeMsl CyIIECTBYeT OTpaHHMYCHHOE YHCIO paboT B o0nacTH
HU3YYECHUS N€HETHYECKUX NPUYUH U MOJIEKYJISIpHBIX OCHOB maroreHe3a PKMII. C
Y4ETOM PEAKOCTU HCCIIENYEMOW MaTOJIOIMHM U CIEeKTpa M3yUYeHHBIX I'€HOB JaHHAS




BbIOOpKa SIBJISIETCS HAaWOOJbIIed TeHETUYEeCKH OXapaKTePU30BaHHOMW TIPYIIIOi
PKMII u3 Bcex NpeAcCTaBlEHHBIX B HAYyYHOH JHUTepaType B HACTOSIIEe BpeMS.
Cnegyer Takke OTMETUTh, YTO pPaboTa Ype3BHIYAMHO MHOTOIpaHHA M  HOCHUT
MHOTOIUTAaHOBBIM XapakTep. B Hee BKIIOYEHB KIWHUYECKUE WCCICIOBAHUS,
MOJIEKYJISPHO-T€HETUYECKUN aHalIu3 U OOJIBIIYIO0 YacTh pabOThl 3aHUMAET aHAJIN3
MOJIEKYJISIPHBIX OCHOB ITaTOTEHE3a.

B xnuHuveckas yactu pabOThI OMUCaHBl HOBBIE OCOOCHHOCTH KIMHHYECKOTO
TeYeHUs U INporHosa 3abonieBanus y mamueHToB ¢ PKMII B 3aBHCHMOCTH OT
TeHOTHIIa U Bo3pacTa JebroTa 3aboneBanus. [IpoaeMOHCTpHUpOBaHa MOTEHI[HATbHAS
BO3MOXXHOCTh HCIIOJIb30BaHMS WIKan omnpejeneHus nporoza XCH B rpymnme
nanpeHToB ¢ uouomaruyeckon PKMII.  Tlokazano Bexymiee 3HaUYcHHUE
dubpmwmsimun npexacepaunii (®I1) kak ¢daxkTopa, ONPENESIOMErO MPOrHO3 IS
MalKUeHToB ¢ uanonaruyeckoi PKMII.

B pabote BrepBsle onucana knuHm4deckas Gpopma PKMII ¢ pannum neGroToMm
3a00JIeBaHMS B COYETAaHUM C BPOXIEHHOW Muomathedl Ha (hOHe MyTaluil reHa
¢unamuna C (FLNC). IlpomemoHcTpupoBaHa Benyllas poOJib IMaTOT'€HHBIX
BapuanToB B reHe FLNC cpenu npuuns pazsutus PKMII.

Co3naHHass aBTOPOM MaHeNnb M HCCICNOBAaHHUS IOCICHOBATEIIBHOCTH
MHOXECTBA '€HOB METOJIOM CEKBEHPOBaHWSI HOBOTO MTOKOJIEHHU S, OTBETCTBEHHBIX 3a
PKMII mnpomeMoHCTprpoBajia CBOIO BBICOKYIO 3(Q(EKTHBHOCTH W TIO3BOJIANIA
BBIABUTH HOBBIE, paHee He ONHUCaHHble TeHeTUYeCKHWe BapHUaHThl TI'EHOB.
IIpumMeHeHre NBYyCTaAMIHHOrO METOJ@ aHAIN3a — TapTeTHOEe CEeKBEHHpPOBaHHWE Ha
IIEPBOM 3Talle ¥ IOJIHOSK30MHOE Ha BTOPOM I103BOJISIET OBITh YBEPEHHBIMH, YTO BCE
IIATOTEHHBIE ¥ BEPOSTHO NATOT€HHBIE BAPUAHTHI OBLITH BBISIBIICHEI.

Haunbonee cunbHON CTOpOHON pabOTHI, BRIACIAIONICH €€ Cpear IPYTUX paboT,
IIOCBSIIECHHBIX T€HETHKE KapAUOMHUONATHH sBIsAeTCS aHanu3 (YHKIIMOHAIBHOM
3HAQYMMOCTH BBIABJICHHBIX MyTanuil. llomydeHbl HOBBIC JaHHBIE O BIUSHUN
MyTalM¥ reHa JeCMUHA Ha (QYHKIMIO KIETOYHOTO IbIXaHHS, MUTOXOHIPUAIbHBIM
3axBaT Kajblys U nponykuuto AT®. BnepBeie noka3zaHo BIHSHUE MyTalllil TeHa
namuHa A/C Ha nuddepeHUUpPOBKY CTPOMAIBHBIX MYJIBTUIIOTEHTHBIX KJIETOK-
IIPEIIIECTBEHHUKOB B MUOIT€HHOM, OCTEOT€HHOM U aIMIIOT€HHOM HalpaBlICHUSX, a
TaKKe€  IPOAEMOHCTPUPOBAHO  HAPYIIEHHE SIUTCHETUYECKOW  perymsiuu
CTPOMaJIbHBIX CTBOJOBBIX KJIETOK MOJ BIUSHUEM MYTalliii B TeHE JaMHUHA.
PacKphITEl HOBBIE MOJEKYISIPHO-TEHETUYECKHE MEXaHU3Mbl BIIUSHUS MYyTalldi
R170G u R170W B rese TpomoHuHa | Ha 4yBCTBUTEIBHOCTh COKPATHUTEIbHEBIX
MHOGUIaMEHTOB K MOHAM KaJbI¥s 1 roKa3aHna poJib 6enka MYBPC3 B peanusanuu
s dexTa TaHHBIX MyTaLUH.

O6bem uccienayemoii BeiOopku manuenToB ¢ PKMII, a Takke Man@eHToB C
XPOHHYECKOM CEpAEeYHON HENOCTaTOYHOCTBIO, YPOBEHb IIPUMEHEHHBIX B
UCCIENOBAaHUM METOAOB WHCTPYMEHTAJIBHOIO M MOJIEKYISPHO-TE€HETUIECKOTO




06CHGI[OB3HI/IH, HCIIOJIb30BAHHKBIEC B pa60Te METOAbI CTATUCTHUYECKOT'0O aHaJIN3a U
06II_[I/IC IIPHUHIAIIBI H3JIOXKCHHSA MaTepraja II03BOJIAOT TIOBOPUTH TOM, 4YTO
npeacTaBJICHHBIE B pa60Te BBIBOJIBI W BBIABUHYTBIC IIOJIOXEHHUSA IIOJIHOCTBIO
000CHOBaHEI. bBoOBIIOE KOJIHMYECTBO Hy6m/11<au1/n71 B BBICOKOprITPIHl"OBBIX
OTCYECTBECHHBIX U 3apy6e)KHI)IX NU3JaHUAgX MOATBEPXKIAET BBICOKUI METOOUYECKUMN
YPOBECHbL pa6OTBI " 3HAYUMOCTD MMOJTYYCHHBIX PE3YIbTATOB.

Ilo maTepuanam nuccCepTallMOHHOTO UCCIIEAOBAHUS OIMYOINKOBaHO 35 paboT B
u3TaHugX, Bxoaamux B nepedeHb BAK Muno6puayku P®, u3 uux 20 — crareu B
WHOCTPAaHHBIX JXypHajlax, BXomsumx B 0a3el Web of Science m SCOPUS.
Omy6nuKxoBaHHBIE PAOOTHI IIOJHONEHHO OTPAKAIOT PE3yNbTaThl U IOJIOXKEHUS
BBIIIOJIHEHHOT'O JJUCCEPTAHTOM HCCIIeTOBAHHA.

IlpakTHYecKasi IEHHOCTH MOJIyYeHHbIX Pe3yJbTaTOB

Pesynbrartel paboTel, O€3yCIOBHO, CO3AIOT OCHOBY MU pa3paboTKu
aJlTOpUTMa  MOJICKYJIIDHO-TEHETHYECKOTO  O0CIeMOBaHUSA  IALIHEHTOB  C
nonospeHreM Ha PKMII m MX pOACTBEHHHKOB, W CO3JAIOT ILIATGOPMY IS
IIPOBEIEHUS MEIUKO-T€HETHYECKOTr0 KOHCYJIbTUPOBAHUS B ceMbsiX. Ha ocHOBaHUM
NOJIyYEHHBIX Ppe3yJIbTaTOB MOI'YT OBITh BBIZEJEHBI (PAKTOPHI, BIMAIOIIKE HA
pa3BUTHE XPOHUYECKOH CEPIEYHON HEJOCTaTOYHOCTH Y naieHToB ¢ PKMII, kak y
B3pOCIBIX, TaK M B TpyIIe [eTei, MO3BOJSIONIME MPOTHO3UPOBATH TEYECHHE
3a00JIeBaHUSI.

Pesynbrarel paboTsl, npenctaBieHnsle KocTapeBoit A. A. B IuCCepTAlMOHHOM
UCCIIENI0OBAHUY, II03BOJAT YCOBEPIICHCTBOBATH OHATHOCTHKY, JI€YEHHE U
OIpEJENIEHNS IPOTHO3a B IPyYIINE NAMeHTOB C PECTPUKTHBHOM KapAMOMUOIIATHEH,
a MNpPEIJIOKEHHAas CXeMa TICHETUYECKOTO HCCIICAOBaHMS y IAlMeHTOB JaHHOM
IPYNIBl IOBBICUT PpE3yNbTATUBHOCTE U 3()(PEKTHBHOCTH IPOLECCA METHUKO-
I'CHCTUYCCKOI'0 KOHCYJIBTHPOBAHUS B HaHHOﬁ KOT'OpPTEC MallMCHTOB.

Cnincok 3aMe4aHHi MO JHCCEPTALAH U aBTOpedepaTy
IlpunnunuanbHeIX 3aMedyanuii Her. PaGora IIPOU3BOIUT BII€YATIICHHE
(yHIaMEHTATBHOTO HCCIENOBAaHHS C YETKO BBIPAaXKEHHON IIPAKTUYECKON
HAIPaBIEHHOCTLI0, KOTOPOE MMeET OOJIBIIYIO KIIMHUYECKYIO 3HAUMMOCThL. B xo/1e

3HaKOMCTBA C IUCCEPTAIIMOHHBIM MCCIIEJOBAHIUEM BO3HHUK PSJT BOIIPOCOB:

1 Eciu  mOIHO3K30MHOE CEKBEHHPOBaHHME [0 CTOMMOCTU OymeT
COIIOCTaBUMO C MPOBEAEHUEM TapreTHOrO CEKBEHUPOBAHUSA MOXKHO JIM €ro OyIeT
PEKOMEHI0OBaTh B Ka4yecTBe IEPBOM JIMHUK OOCIEIOBaHMS IIAlMEHTOB C
KapAuOMHOIIaTHEH?

2. B pabore y oIHOTO W3 MAlMEHTOB HE YJAIOCh YCTAHOBUTH T€HOTHII
JaXe TI0CIe MPOBENEHHs IIOJIHOIK30MHOTO CeKBeHUpoBaHUSI. C YeM 3TO MOXKET
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OBITH CBA3aHO Y HE CUMTAET JIM aBTOP HEOOXOIMMBIM NPOBEIEHUE ITOJIHOTCHOMHOTI'O
CEKBEHMPOBAHHUS B TAKHX CIIydasx?

3AKJIIOYEHUE

Jluccepranuonnas  paGora  KocrapeBod ~ AHHBI  AJleKCaHIPOBHEI
«MONeKyISIpHO-TEHETHYECKIE ~ MEXaHM3MBl  DPasBUTHA  WIHOIATHYECKOH
PECTPHKTHBHOM KapIMOMUONATAM» HA COUCKAHWE YYEHOH CTENeHH JOKTOpa
MEIMLMHCKAX HAYK SBJISETCS 3aBEPUIEHHOM Hay4HO-KBATH(UKAIMOHHOH paboToH,
B paMKax KOTOPO# aBTOPOM IPEIIOKEHO pellleHre KPynHO# HayqHO! MpobIeMsl,
UMEIOIEHl Ba)KHOe 3HA4YeHHWe JUIS JUArHOCTUKH M OIpEJEeHUs MpOrHo3a Yy
MAMEHTOB C TCHETUYECKU-O0YCIIOBIEHHBIMH  3a00NICBaHMAMU  CEPACYHO-
cocyqucToi cucteMbl. B pabore pemeHa aKTyajibHasi JJIsl COBPEMEHHOMH
KapMOJIOTHH ¥ TEHETUKH MpobIieMa — paciuppoBKa MOJIEKYJISIPHBIX MEXaHU3MOB
[IaTOreHe3a HACJeCTBEHHBIX KapIHuOMUOIATHH.

Pabora coorBeTcTByeT TpeOoBaHusM ITonoxKeHus O MPUCYXACHUN YYEHBIX
cTemeHe#, yTBepXkaeHHoro mnocraHosneHueM IlpaeurensctBa Poccuiickoi
®enepanun ot 24.09.2013 N 842 «O nopsuke IPUCYKIEHNS YIEHbIX CTEIEHei» B
penaximy, yrBepxaenHoit [IpapurensctBom Poccmiickod ®enepamun N 335 or
21.04. 2016r., npembsBIIeMbIM K JOKTOPCKMM JUCCEpTallMsiM, a €€ aBTop —
Kocrapea AHHa AJleKCaHIPOBHA — 3aCITy KHBAET NPUCYXKAEHHS HICKOMOH CTEIICHH

JIOKTOpa MEJUUMHCKHX Hayk 1o crermanbHocTaM: 14.01.05 — xapauosorus u
03.02.07 — reneTuka.

OduunanbHbIH ONMOHEHT

JIOKTOp METUIIMHCKIX HAyK 3axaposa E.IO.
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