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yieHa JUCCepPTAallMOHHOrO COBETa Ha JAMCCEPTALIHIO INepenenusoit Kcenuu MropeBHs! Ha
Temy: «BIusHHE TKaHeCTIEUQUUHBIX MyTallUi B reHe LMNA na npouecc
naddepeHIMPOBKA KIETOK», NPEJICTABICHHYIO Ha COMCKaHNE YUYCHOMH CTENECHH
KaHM1aTa GHOJOTMYECKHX HayK 110 HAy4YHOH CIIelMaTbHOCTH 1.5.22. KnerouyHas
Ouosorus

Juccepraimsi  Kcenun  MIropeBHBI [leperneMHOM,  BBIMOJHEHHAs 1101
PYKOBOJCTBOM [IOKTOpa OHOJIOrMYECKHX HayK Anubl BopucoBHsl ManamuueBoi B
naboparopur MoJIeKy/ISPHOH KapAHOIOTHH HMMILI um B.A.Anma3zoBa u nabopaTopuu
PerenepaTUBHON MeIHLMHBI VHCTHTYTa MHUTOIOTHH PAH, mocBslleHa MCCIICI0BaHUIO
TKaHecnen(PUIHOr0 MeXaHu3Ma pa3sBUTHA JaMUHONATHM, BBI3BAHHBIX Pa3sIMYHBIMH
myranusmMa B reHe LMNA. B uacTHOCTH, B paboTe M3y4YEHBl OCOOEHHOCTH
hEHOTHITMYECKOTO TIPOABICHNsS MyTalui G232E, R249Q, R482L, R527C, RS571S.
[lokasana poip jnamuHOB A/C B peanM3alud CHUIHATBHOTO IyTH Notch B xo01€
mubdepeHIMpOBKH, a TaKKe Ha MOJEIH C HCHOMb3OBAHMEM WH/TyIUPOBAaHHBIX
TUTIOPUIIOTEHTHBIX CTBOJIOBBIX KJIETOK OT MALMCHTa ¢ IHArHO30M muoaucTpodus Imepu-
Jpeiidyca, Hecyumx myTtauuio LMNA R249Q, 6bl1a NoKazaHa CBA3b 3TOH MyTallWH C
HAPYIICHHAMM 5JIKTPOQH3HONOTHYECKHX CBOHCTB KapAHOMHOLUTOB H €€ poib B
pa3sBUTHM KJIMHMYECKH 3HAYUMBIX HapylIeHHH puUT™Ma. AKTYalbHOCTh BBIOpaHHOM
TeMaTHKH, TaKKe KaKk ee (yHIaMEHTATbHOE M MPAKTHYECKOE 3HAYCHHE HC BhI3BIBAIOT
COMHEHHil, 0OJHAKO CIeIyEeT OTMETHUTh, YTO TCPMHUH «TKaHecTeuupuIecKue MyTauuu»,
MCIONB30BAHHBIN Kak B Ha3paHMd paloTBI Tak W B TEKCTE JKCCepTaluK HE
COOTBETCTBYET CYTH TOro, 4To ObUIO MccnenopaHo. Ha camom nene Bee pesylbTaThbl
MCCIIeIOBAHMA OTHOCSTCS K TKaHecnelupuueckoil MaHH(pecTallud psaa TOUEHHBIX
myTauuit B rese LMNA. D10 He yMaji€T LEHHOCTH BBINOTHEHHOTO HCCreI0BaHuA,
KOTOpOE BHOCHUT CYIIECTBEHHBIH BKIa] B pa3BUTHE npe/cTaBIeHuit o pomu mamuHoB A/C
B nuddepeHImanbHOM SKCIPECCHH MeHOB M MOANCPKaHHHA (GyHKIMOHATBHOTO COCTOSHMA
S17IEPHOrO LIUTOCKEIETA.

Pycckosi3blyHas Bepeus /lnccepraly M3/I0XkKeHa Ha 93 cTpaHMUAX M [OCTPOCHA
10 TPAJULMOHHOMY IIaHy. B TeKCTe BCTPEYArOTCs OTACIBHBIC ONCHATHH, OJIHAKO OHM HE
MPEIATCTBYOT BOCIPHATHIO HHYOPMAIIHIH, BBejieHHE OTPaKaeT COCTOAHUE MPOOIeMbl H
comepkuT 000CHOBaHHE PaboThl. TEKCT XOpOuWo CTPYKTYypHPOBAH H paszzeneH Ha
JOTMYEeCKHe pasfensl. Bce pasjenbl KaueCTBEHHO NMPOMIUIKOCTPUPOBAHEL, B TOM HHCIC
BETHBIMH CXeMaMH M rpadukamu, Bcero B pabore 34 puCyHKa, a Taloke 4 taGmuupl. B
paGoTe NPOLMTUPOBAHO 169 HUCTOYHHKOB, M3 KOTOPBIX 3 ma pycckom sseike. O630p
JIATEpaTypsl HAYMHAETCA C ONHCaHWA CTPOCHHA A7IEpHON JTaMMHBI C TOCTENECHHBIM
cMelleHMeM aKieHTa Ha GyHkuuio gdamuHoB A/C M MX ydacTHe B pealH3allin
pA3TMYHBIX CHTHAIBHBIX TyTeH, B paboTe 1aHO CTPOCHHE IeHa LMNA, a TarxoKke OmucaHa
POJIb Pa3IMYHBIX MyTALUH B Pa3BUTHH samuHonaTuil. B 3aBepiueHun 0030pa NpuBEICHBI
JBE THUIOTE3bl MAaTOJOTHYECKOW TPHPOMIEI JaMHUHOIIATHH Ha OCHOBE CHIKEHHUA
(YHKIMOHATBHOCTH LIMTOCKENIETA 1 HAPYIICHUS PEryIAlid SKCIPeCCHH r€HOB, KOTOPBIC
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MPOM/UTIOCTPHPOBAHEI  CXEMOM pacrofio)KeHHs pa3lUyYHBIX MyTanuif B reHe. Tekct
0030pa [JOCTAaTOYHO KOMIIAKTHBIM, B 3aBeplIeHMH 3HAKOMCTBA C JTOH IJ1aBOM
CKJIaIBIBAETCS BIIEYATIEHHE O TOM, YTO TEMA JI0CTATOYHO XOPOLIO pa3paboTaHa ¥ B Hel
HET HAy4YHON MHTPUIH, TOT/a KaK K KOHILY 3HaKOMCTBa C TEKCTOM OYEBHIHO, YTO MHOTOE
elie 10 KOHIa He M3YYeHO.

Paznen «Matepuan u Meronel» B NPOTHBOBEC MEPBOM IJIaBe HAMKMCaH OYEHb
noApoOHO, AeTanu3alus OINUCAHHWsS IO3BOISET HCMOIb30BAaTh TEKCT IUCCEPTALIMH B
KauecTBE CIpPaBOYHOM MeToauueckoi jureparypbl. B pabore ucrnonp3oBaH IIHMPOKUH
CIIEKTP METOJOB KJIE€TOYHOH MHMKEHEPHUH C NMPHUMEHEHHEM COBPEMEHHBIX IMOJXOJ0B JUIA
U3MeHeHUs cTeneHu U epeHIUpPOBaHHOCTH KJIETOK B KYJIBTYpe, a TaKXkKe METOMBI
Ouo(U3NUECKOro, LUTOJOTUYECKOI0 U MOJEKY/IdpHOro aHanusa. Mcnoab3oBaHHBIE
METO/Ibl a/IeKBAaTHBI MOCTABIEHHBIM 3a]a4aM H 00O0CHOBAaHbI. DKCIIEpUMEHTaIbHAA 4acTh
pabOTEl CBHUIETENLCTBYET O BLICOKOH KBaaMGbUKALMKU aBTOpa, Kak CIELHAIUCTa B
obnactn KiaetoyHoM Ouosoruu. B TO ke Bpems, pe3yabTaThkl OLEHKH SKCIIPECCHH
OCTEOI'eHHBIX MapKepoB U I'eHOB-MHUIIEHeH cUrHaabHOro myTtd Notch B pasHBIX JHHUSX
HenudhepeHIIMPOBaHHEIX ME3E€HXHMHBIX KJIETOK MOXKET YKa3blBaThb Ha CJIOKHOCTB
OJHO3HAYHOW  WHTEpIpPETAlM  HEKOTOPBIX  PE3y/bTaTOB 10  BIMAHHIO  Ha
SKCOPECCUOHHBIH poduis. XoTenocs Obl yCabllIaTh MHEHHE aBTOPA 110 3TOMY BOIPOCY
C YyKa3aHMeM KIIOYeBHIX (AKTOPOB, KOTOpBIE YYUTHIBAIMCH INpH CTaHAAPTH3ALMU
JKCHEepUMEHTOB. HauGonpumiuii npakTUYecKuit MHTEpEC BBI3BAT OJKCIIEPUMEHT C
MOZETMpPOBaHMEM IIpolecca KapJuoreHHoOM auddQepeHUMpPOBKH ¢  IOIyYCHHEM
MHYLMPOBAHHBIX [UIIOPUIIOTEHTHBIX CTBOJIOBBIX KJIETOK, HECYIIMX MYTallMil0 B TIeHe
LMNA R249Q wu cpaBHEHHE MOJIEKYJISAPHBIX M (QHU3HOIOTHYECKHX XapaKTepUCTHK
b depeHIMPYIOMMXCS KapAHOMHOLHMTOB ¢ KJIETKAMM, HECYLUMM IUKUN THUI TEHa.
YCTaHOBIIEHHOE M3MEHEHHME YpPOBHS JKCIpeccHM OCNKOB LUTOCKeIeTa IIPU TaKoii
MyTalli¥d [03BOJS€T HE TOJBKO I[IPOJUTh CBET Ha [pUPOAY HapylleHui
EKTPOPHU3NOIOTHUECKHX CBOICTB KapAMOMHMOLIMTOB, HO M CTAaBUT PsiJl BONPOCOB s
NManpHEeHIIMX  HcciaeqoBaHuM. B yacTHOCTH, Kakue ele THIOB  TKaHeBOH
1 depeHIIMPOBKH MOTYT MMETh HapylleHus y HocutTesned Mytaumuu LMNA R249Q wu
Oyaer oM 3TO UMETh TAaKOH K€ CIEKTp MaTOJOruil, Kak Apyras OIMCaHHAs A8 3TOro
KOJOHa MucceHc-MyTauus R249W?

[TocTaBneHHass B paboTe 1i€/b ¥ KOHKpPETHBIE 3aaydl JAOCTUTHYTHL. [lomydeHHbIe
pe3ynbTaThl He BBI3BIBAIOT COMHEHHS B JOCTOBEPHOCTH, @ BBIBOABI [OCTATOYHO
000ocHOBaHBI. HeKoTOphle M3 II0JYYEHHBIX pe3yJbTaTOB MOIIM OBl Jiedb B OCHOBY
TEOPETUYECKUX 3aKJIIOYEHHI, OJHAKO B TEKcTe paboThl OHM HE OGOPMIIEHBI B BHIE
06001maromuMx cXeM, a JUIlIb YKa3blBalOTCA B TEKCTE 3aKIOYUTEIBHOTO pasjena. B o xe
BpeMsi, aBTOPOM HCCJIEIOBAHUSA C/IeNaH pPealbHblil BKIa B HCCIEI0BaHHE MOJIEKYIAPHOM
IPHPOIBI HEKOTOPBIX JAMMHONATHIH, a TAKKe paclIMpeHO NMpeICTaBIeHHE O XapaKTepe
MaToJOTMYECKOr0  BIMSHHME HEKOTOpbIX MyTauuii rena LMNA wHa pa3surue
TKaHecrienupuuecKux HapyuleHuit 1updepeHIpPOBKH.



CornacHo TPHIOKEHHBIM JOKYMEHTaM IO TeMe [JUCCepTalud aBTOpPOM
ormy0OJMKOBAaHO 5 cTaTeil B pelleH3UpYEeMBIX pedepupyeMbIX HayUYHBIX MEXIYHapOIHBIX
M3JaHUAX, XOTS B Tekcre paboTel ymoMsHYTO 6 HayyHbeIX myOmukaumit. Ocrtanock
HETIOHATHBIM, 0 Kakoi mpuuuHe o0G3opHas ctates (Malashicheva, A., Perepelina, K.,
2021. Diversity of Nuclear Lamin A/C Action as a Key to Tissue-Specific Regulation of
Cellular Identity in Health and Disease. Front. Cell Dev. Biol. 9, 1-18) ne Bouuia B
ormyOJMKOBaHHBIH Ha caiire J[MccepTauoHHOro coBera crnucok. Kpome storo padora
nponuia anpobauuild B 3 MEXKIYHAPOAHBIX HAYYHBIX KOH(EpeHIUAX, 4YTO
CBHJIETE/IECTBYET O €€ 3PEsIOCTH.

Huccepraums Kcenun Hropesust [lepemenmnoit Ha Temy: «BiusHue
TKaHecnieLnuuHbIX MyTauuit B reHe LMNA Ha mpouecc AUpGEpEHIIMPOBKU KIETOK»
COOTBETCTBYET OCHOBHBIM TpeOOBaHHMAM, ycTaHOBIeHHBIM Ilpukazom ot 19.11.2021 Ne
11181/1 «O mnopsake npucyxkaeHus ydeHelx creneHeidl B Cankr-IleTepOyprekom
rOCYJIapCTBEHHOM YHHMBEPCUTETE», a €€ aBTOp 3acCily’KMBAeT IPHCYKIEHHS YYEHOM
CTENEHH KaHauaaTa OWOJOTMYeCKHX HayK [0 HayuHoM crmeuuansHocTH 1.5.22.
Knerounas 6uonorus. Hapywenuii mynkros 9 u 11 ykaszannoro [lopsaka B qucceprannu
He obHapyxeHo. B tekcre K.M.[lepenenuna ccbuiaeTcs Ha MCTOYHHKH LUTHPOBAHHUS
MaTepHajJoB MM  OTAEIBHBIX  pPe3yJbTaToOB, BKIIOYas COOCTBEHHBIE pabOTEL,
BHIMIOJTHEHHBIE B coaBTopcTBe C Koyuteramu. Juccepraums K. .Ilepenenunoit Ha
COMCKAHHME YYEHOHM CTeneHW KaHauaara OMOJIOTMYECKUX HayK, HECOMHEHHO, ABJIAETCS
Hay4HO-KBaIU(UKALMOHHON pabOTOM, B KOTOPOH COAEPIKUTCS PELICHUE HayYHOH 3a1aun
B obnacTtw kieroyHoit Ouosoruu B o0JacTM  M3y4YeHUs  3aKOHOMEPHOCTEH
IubbepeHIMPOBKH KIETOK M peryysluy IpoLeccoB (U3NOIOTHUECKO pereHepanuu, a
TaoKe InddhepeHUHPOBKH U XKU3HEAEATEIBHOCTH Helu(GhepeHIUPOBaHHbIX KIETOK.
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