OT3bIB

qJICHa AUCCECPTAIMOHHOTO COBCTA
Ha quccepranuio [lepenenunoit Kcennn Uropesnsl Ha Temy: «Brimsaue TkanecnennuaHbx
myTauuii B rene LMNA nHa nipouiecc AudpepeHInpoBKH KIETOK», IPEICTaBICHHYIO Ha
COHUCKaHHue y‘-IGHOﬁ CTCIICHU KaHauaara GI/IO.HOI‘I/I‘ICCKI/IX HAyK 110 Hay‘IHOI\/'I CIICIINAJIBHOCTHU

1.5.22. Kirerounasg OHoJIOTHS

AKTYyaJIbHOCTb H30PAHHOM TeMblI

[To coBpeMeHHBIM TpEICTaBICHUAM, sAepHas JamMuHa — (QuOpo3Has ceThb
OPOMEXYTOUHBIX  (WIAMEHTOB, TOACTWIAIONIAs BHYTPEHHIOIO MeMOpaHy  siepHOU
000JI04KH, — SIBJIIETCS HE MIPOCTO CTPYKTYPHO-MEXAHUYECKUM «KApPKACOM», ONIPEAEISIONIIM
¢buznyeckue (ynpyro-MexaHMueckue) CBOMCTBA siipa, HO CIIYXKHUT CBSI3YIOUIMM 3BEHOM MEXITY
XpOMaTHHOM M LUTOIJIa3MONM M HAmNpsAMYyI0 BOBJIEYEHAa B TMPOILECCHl CTPYKTYpPHO-
(YHKIMOHATIBHON OpraHu3aluy XpOMaTHHA U PETYIIALUHU SKCIIPECCUU T€HOB.

Huccepranmmonnas pabora K.W. Ilepenenunoit mocesiimeHa MCCIEIOBAHUIO MYyTaIlui
rena LMNA denoBeka, KOTOpBIM KomupyeT JaMuHbl A/C — KItOUeBbIe OCIKH SACPHON
namuHbl. OcoObI  akleHT cnaeidaH Ha d¢¢ekre Takux MyTalii Ha MPOIECCHI
T epeHIIMPOBKH KIETOK B 3aBUCHMMOCTH OT THIIA TKaHU. B akTyambHOCTH BBIOpaHHOM
TEMBbl HET HUKAKHUX COMHEHMH, ITIOCKOJIBKY MyTalluu B reHe LMNA aBiAr0TCS IEpBONPUYNHON
Pa3BUTHA JTAMMHONATHI — COLIMAJILHO 3HAYUMBIX TSKENbIX 3a00JIEBAHUN; UX MOJIEKYJISIPHO-
reHeTHYeCKass NpHpoAa YCTAHOBJICHA, HO IIEJIOCTHAs KapTuHa d()QPexkToB mUCHYHKITUN
SJICPHOM JIAMHUHBI, BBI3BAaHHBIX HAPYIIEHUEM PaOOTHI T€HOB, KOAUPYIOMIUX OETKU-IaMUHBI, Ha
KJIETKM, TKaHW M OpPraHM3M IIOKa He cioxkuwiack. HaumeHee Xopolio H3ydeHa IpuUpoja
JAMHUHOTIATUH, UMEIOIINX TKaHEeCTIeNN(hUIECKOE MPOSIBIICHHE.

OueBugHO, drO 03  JeTanbHOM  TPOpabOTKH  (yHIAMEHTAJIbHBIX  OCHOB
dbynkmonupoBanus rena LMNA HeBO3MOXKHA pa3pabOTKa COBPEMEHHBIX TEPANEBTUYECKUX
MOJIX0/I0B B 00JIACTH TapreTHO-NEePCOHU(PUIIMPOBAHHON MEIMIIMHBI, IPU3BAHHOW OOJIETYUThH

CTpaaaHua U YIYYIIHUTb KAa4CCTBO JKU3HU MALIMCHTOB C JIAMUHOIIATUAMHA PA3JIMYHOTO I'CHE3A.

Hayunasi HOBH3Ha, TeopeTHYecKasi U NPAKTHYeCKasi 3HAYUMOCTb PadoThI
Hucceprammonnas pabora K.M. IlepemenuHoid B TepByrO oudepeab HMeeET
(GyHIaMEHTAJIbHYIO HAaINpaBIeHHOCTb. Ee pe3ynbTaThl pacHIMpSIOT NpeACTaBiIeHUs 00
WHIMBUAYAIBHBIX YQQeKTax U3MEHEHHBIX OEIKOB-JTAMHHOB — TPOIYKTOB TeHa LMNA nipu
pasHbBIX €ro MyTalMaXx — Ha JUPQPEPEeHIUPOBKY pa3IUYHbIX KIETOK ME3EHXUMHOIO

IMMPOUCXOKACHUA U MOJICKYJIAPHBIX MEXaHNU3MaAX, JIC)KAIIUX B OCHOBC pa3BUTHUS HaMHHDHaTHI’I,
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YTO MPEJICTABIISICT HECOMHEHHYIO Ba)KHOCTh B TEPCIIEKTHUBE pa3BUTHS NPaKTUYECKOMH
OMOMETUITVHBI.

Pe3ynbraThl, MOMydYeHHBIC B XOJ€ HCCIICAOBAHUS, HEIPEMEHHO CIIEAYET YYHTHIBAThH
NP YTEHHHM KypCOB JIGKIMH MO KIETOYHOH OWONOTMH ISl CTYAEHTOB M AaclUpaHTOB
YHMBEPCHUTETOB, a TaKXXe€ BKIIOYAaTh B YYEOHUKHM U ydeOHbIE NOCOOUS, PEKOMEHIyeMble
y4eOHO-METOIUYECKAMU OOBETUHEHUSMU OpraHU3alMid BBICIIETO MPO(hecCHOHAIBHOTO

obpazoBanus Poccum.

O0beM, CTPYKTypa Hu cojaep:kaHue PpaldoTbl, cTeneHb OOOCHOBAHHOCTH HAYYHBIX
M0JI07KEeH Ui, BLIBOJA0OB U PeKOMEHIalu i

PabGora wm3nokeHa Ha 93 cTpaHHWIAx MAIMIUHOMUCHOTO TEKCTa, OQopmiieHa II0
TPaAWIIMOHHOMY IUIaHY M BKIIOYAET cienyromue paszaensl: «Beeaenuwe» (6 c.); «O630p
autepatype» (18 c. — 5 moxpaznenos, 9 puc.); «Martepuansl u Metons» (14 c. — 11
nojpa3aenon, 3 tadn.); «Pe3ympraThl U obcyxaenue» (36 c. — 4 moapasnena, 25 puc., 1
Tabn.); «3axmoyeHue» (4 ¢.), B KOHIIE KOTOPOTO MPUBEACHBI BBIBOJBI (MX 6 COOTBETCTBEHHO
KOJIMYECTBY  IIOCTABJICHHBIX 3aJay); CIHUCOK COKpAUIeHWi; CIHCOK JIUTEpaTyphl,
BKJTIOUaronui 169 HauMeHoBaHUii: 3 Ha PyCCKOM si3bike, 166 — Ha aHrMickoM. CTpaHULIbI
94—177 npeacTaBisOT cOO0H MOTHYIO aHTJIOS3BIYHYIO BEPCHIO TUCCEPTALIUU.

Bo BBenenum aumccepTaHT OOOCHOBBIBAET AKTYaJbHOCTb TEMAaTHKH, €€
TEOPETUYECKYIO/TIPAKTHYECKYI0 3HAYMMOCTh W HOBU3HY, (OPMYJIHpYyeT OOIIyIo meiab U 6
KOHKPETHBIX 3aJlau, CBSI3aHHBIX C OIEHKOW BIMSHUS MyTanuid reHa LMNA Ha criocoOHOCTh
pa3inuuHbIX ManoAu@epeHIUPOBaHHBIX KIETOK auddepeHupoBaThcs B pa3HbIX (MHO-,
aIMIO- U OCTEOT€HHOM) HAIpPAaBJICHMSIX; OIPENEICHUEM BO3MOXXHOIO MECTa, KOTOpOe
3anuMaroT  JammHel  A/C B curHameHOM — mytd  Notch;  XapakrepucTuKOi
3MEKTPO(PU3UONIOTHUECKUX CBOMCTB M TPAHCKPUIILMOHHOTO MPOQUiIs KapIuOMHUOIUTOB,
MOJyYEHHBIX U3 WHAYLHUPOBAHHBIX TUTFOPUIIOTEHTHBIX CTBOJMIOBBIX KieTok (MIICK) manuenTa
¢ TKaHecnenupuuHON MmyTtanueir reHa LMNA. Bce 3amaun B XO/€ BBITIONHEHHUS DPaOOTHI
JUCCEPTAHTOM YCIIEIIHO PEIIEHBI.

B O630pe nmutepaTtypbl obcyxaaercs ctpoeHue JaMuHOB A/C, 0COOEHHOCTH UX
MOCTTPAHCISALMOHHOTO MPOLIECCUHTa U (DYHKUUHN, BKIIOYas y4yacTHe B MEXaHOTPAHCAYKIIUH,
peryJsiiuM  3KCOPECCUM T'€HOB M JMHUIEHETHMYECKOM  PENpPOrpaMMHUpPOBAHUU  IIPH
Qg depeHIPOBKe KIETOK. PaccMOTpeHo yyacTre TJaMUHOB A-THITa B KQUECTBE PETYJIATOPOB
AKTUBHOCTH CHUTHAJIBHBIX MOJIEKYJ NpU AUPPEpEeHIUPOBKE CTBOJOBBIX KIETOK B Pa3HBIX
HalpaBJICHUSAX C Yy4yacTHeM CHUrHaimbHbIX IyTe Wnt/B-katenuH, Notch, TGF-f/Smad u

MAPK. B koHIile paznena mpuBOACHBI OOIIUE CBEACHUS O PA3TMYHBIX JTAMUHOIATUSX —



HACJICJICTBEHHBIX 3a00JIEBaHUAX, CBI3aHHBIX C MYTAI[UsIMU B T€HAX, KOJUPYIOIIUX JIAMHHBI
A/C, wm Oenkd, B3aUMOJCHCTBYIOIIME C JIAMHHAMH ¥  YYacTBYIOIIME B UX
MOCTTPAHCIIALMOHHBIX MOAU(PUKALIUAX.

CunpHOe BIeYaTIeHUE MPOU3BOIUT pa3aenl « MaTepuanbl U METObI», KOTOPBIHA
CBUJICTEILCTBYET O BBICOKOM TPO(ECcCHOHATM3ME JHUCCEPTaHTa KaK HCCIIeI0BATEls-
JKCIIepUMeHTaTopa. B  paboTe HCMOIB30BAaHO MHOXKECTBO COBPEMEHHBIX METOJUK
MOJICKYJIIPHON W KJIeTO4HOW Omosoruu. Ocoboe MecTo 3aHuMaeT padoTa ¢ MHOXXECTBOM
KJICTOYHBIX JIMHUW, B TOM YHCII€ TMEPBHYHBIX KYJIbTYp KapJUaIbHBIX KIETOK MAIlMEHTOB U
noHOpoB. Onmcanbl cocoObl HHAYKIUU TU(PEepeHITUPOBKH ME3CHXUMHBIX KJIETOK Cep/la
YeJIOBEeKa B aJUIO- M OCTEOI€HHOM HaIpaBJICHUSX; MoyydyeHue u KylnbruBupoBanue ulICK,
Hecymmx MyTanuio R249Q B rene LMNA, waaykuus ux audGepeHIMpOBKA B
KapAuoMuonuThl. OMHCaHO TOJy4YeHHE TEeHETHYECKHX KOHCTPYKILUN, OLIEHKH SKCIPECCUU
reHoB ¢ nomoiisto TP, nMMyHOIIUTOMMUYECKHE METOIUKU, METOJ JIOKAIbHOU (hUKcaluu
notreHuuana (patch-clamp). IlpencraBiieHHblE TPOTOKOJBI BOCIPOU3BOAMMBI; paslien He
OCTaBJIIET COMHEHHS B TOM, 4YTO [JHCCEPTAaHT B COBEpPUICHCTBE BIAJEET BCEMU
MEPEYUCICHHBIMU METOAAMH.

['maBHasi 4acTh QUCCEPTAMOHHON pPAaOOTHI MPEICTABICHA OMHCAHMEM pPE3yJIbTAaTOB
OKCIIEPUMEHTOB W UX OOCYXIEHHEM B CBET€ W3BECTHBIX B JIUTEPAType JaHHBIX;
pe3ynbTaThl U 00CyXJAeHHUE OOBEIWHEHBI B OJHY TJaBy, HO ATO BIIOJIHE ONpPAaBIaHO,
cleysl JIOTUKE M3JI0XKEHUS U TOCIEA0BATEIbHOCTH PEIICHHS MOCTaBIEHHBIX 3a4ay. JTOT
paszieln Mo3BoJISIET BCECTOPOHHE OLIEHUTH O0JIBINO0I MaciiTad mpoieIaHHON padOThl U YMEHUE
JUccepTaHTa aHAJIM3UPOBATh U MPABWIIBHO HHTEPIPETUPOBATH IMITUPUUECKUE JaHHBIC.

B skcnepuMeHTax ¢ MCHOJIb30BaHUEM MHOOJIACTOB U CATEUIUTHBIX KIJIETOK MBIIIH,
TPaHCIYLHMPOBAHHBIX JICHTUBHUPYCHBIMU YacCTHUI[AMH, HECYLUIUMH I[OCIIEJ0BATEIbHOCTH
JaMHMHA A yernoBeka — JUKOro tumna u ¢ aAsymsa myrtauusmu (G232E u R571S), koropsle y
YeJIOBEKa aCCOIMMPOBAHBI, COOTBETCTBEHHO, C PAa3BUTUEM MBIIMIEYHON AucTpoduu Dmepu-
Hpeiipyca u quiiaTaliiOHHON KapAHOMHUOIATHH, — YCTAaHOBIICHO, YTO 3T MYTAIUU CHIKAIOT
CIOCOOHOCTH KJIETOK K muddepennupoBke (popMupoBanuto MHOTPYyOOK). Ha Me3eHXUMHBIX
KJIETKaxX cepiila ueloBeka ycTaHoBIeHO, uTo JamuH A/C, Hecymuit myrtanuio R482L,
OKa3bIBAET HETATMBHOE BIUSHUE HA CUTHAIBHBIN myTh Notch, 4TO MPUBOIUT K TOJABICHHUIO
aauIoreHHon nudepeHITupOBKH.

NHtepecHble  pe3ysibTaThl  MOJY4YeHbl OpW  aHaimm3e  myTtauum  R527C,
ACCOLIMMPOBAHHON ¢ HapyIIeHUEM ocTeoreHHo nuddepeHnupoBku. Oka3aaochk, YTO pa3HbIE
ME3EHXMMHbIE KJIETKH IO-Pa3HOMY PEarupyroT Ha 3Ty MYTalMIO: B ME3EHXMMHBIX KJIETKax

cepllla OHAa TIIO/ABISET OCTEOTCHHYIO ITU(PQPEPEeHINMPOBKY, HO aKTUBUPYET €€ B
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MHTEPCTUIHATBHBIX KJIETKaX. NHbIMU cnoBaMU, B OJIHMX U TE€X € YCIOBHUSAX 3Ta
MyTalusi OKa3bIBaeT TKaHecmenuduueckoe BIUsSHUE Ha IUPGEPEHIIMPOBKY B YCIOBHUAX
IIMPOKOTO JTMara30oHa YPOBHEH 3KCIPECCHUU TEHOB-MHIIIEHEW CUTHaiIbHOro myTtu Notch u
OCTEOTE€HHBIX MAPKEPOB B KJIETKaX Pa3JIMYHbIX THUIIOB.

Hakonen, Ha HCHOJIB30BAHHOW JHCCEPTAHTOM  KJIETOYHOM MOJAENM  JIAMHUH-
aCCOLMMPOBAHHOM KapJAMOMHONATUH IMOKA3aHO, YTO KapJAHOMHOILUTHI, MOJYYEHHbIE B XOJ€
kapauorennor auddepenimpopku ulICK ot manuenra ¢ myrtammeir R249Q rena LMNA,
UMEIOT HW3MEHEHHBIE AJIEKTPOPUZNOIOTHYECKUE CBONCTBA ((DYHKIMOHATBHYIO AKTUBHOCTH
Na'-kananoB) u mpo¢unp skchpeccun LMNA 1O CpaBHEHHIO C KapAHOMHOIHTAMH,
nosrydyeHHbIME 13 UIICK 3m0poBoro moHopa.

[TomrydyeHHble pe3yabTaThl MOATBEPKAAIOT (yHAaMEHTalIbHYI0 poib jamuHa A/C B
KapAHOTeHHON nuddepeHInpoBKe, PETYISIIMA JKCIPECCHH MapKepoB KapAuoTreHe3a U
BHOCAT CYIICCTBEHHBI BKJIaJ, B [OHMMaHHME MOJEKYJISPHBIX OCHOB  KJIETOYHOM
i GepeHIIMPOBKY U TIPUIHH, TPUBOISAIINX K PA3BUTHIO JJAMUHOIIATUH Pa3IMYHOTO TeHEe3a.

BriBo bl nuccepranuu (ux 6) MOJHOCTHIO COOTBETCTBYIOT LENH U 33aJja4aM, XOPOIIIO
apryMeHTHPOBAHbI, MOATBEPKICHBI Ha 0OJBIIOM 00BbeMe HKCIEPUMEHTAIBLHOIO MaTepuaia u
HANPSIMYIO CIEeIYIOT U3 OTYyYEHHBIX Pe3yIbTaTOB U UX O0CYKICHUS.

PesynbpTaThl auccepTaniyl MOJHOCTBIO OTPaXKEHBI B 6 CTaThsX, OMYOJIMKOBAHHBIX B
MPECTIKHBIX PELEH3UPYEMBbIX OTCUECTBEHHBIX M MEXIYHAPOJHBIX JKypHalax. Bo Bcex
nyOJIMKauUsAX JTUYHBIN BKJIaJ aBTOpa SBJSETCS ONpPENEsSIOUINM, B 5 CTaThAX JAUCCEPTAHT —
nepBbId aBTOp. MaTepuansl IUccepTaliy JOCTaTOUYHO almpoOUpPOBaHbI HA 5 BCEPOCCUNUCKUX U

MEXXTYHAPOJAHBIX KOHIPeccax Mo KIETOUYHOW OMOJIOTUU U KapIUOJIOTHH.

Kputnueckue 3aMmedaHusi 1 BONPOCHI K TUCKYCCHH

[IpyHIMNUATBHBIX BO3PAXKEHUW W 3aMEUaHU 7o cywecmey IUCCEePTAllMOHHOU
pabotel K.M. [lepenenunoit y mens Her. OIHAKO HE MOTY HE BBICKAa3aTh PSII HEKOTOPBIX
MIPETEH3HiA, B OCHOBHOM Kacaromuxcsi opopmiieHus paboThl.

1. O630p nuTEpaTyphbl HaNUCaH Yepecuyp KOHCIEKTUBHO M MMeeT (popMy KpaTKoro
pedepata, a He aHaIMTHYECKOro 0030pa. M3-3a 3TOW «KOHCIIEKTUBHOCTH» H3JIOKCHUS
HEKOTOpBIC (pa3bl BHIMISIAT «OOOPBAaHHBIMUY». B yacTHOCTH, 3aMeuyaHue Kacaercs: pa3sl Ha
c. 21: «Panee 6 nawell 1abopamopuu OuL10 NOKaAzano, umo paziuunsie mymayuti LMNA no-
PA3HOMY GIUAIONM HA NAMMEPH dKcnpeccuu 2enos 6o epems ouggepenyuposku MMCK»
(kcratu, B crmcke cokpamenuit MCK ecth, a MMCK HeT) — u BCE, nanbliie HAUWHACTCS
npyras «uctopusi». Ha camMom nene Juis yuTaress 3TO MPHHIUIHAIBHBIA MOMEHT — eMy

HGO6XO,Z[I/IMO Cpas3y 4C€TKO HOHHTB/HPCI[CTaBI/ITB HOBU3HY HNPOBCACHHOIO UCCICAOBAHUS, a HC



oOpamrarbcs K pabote HAY4YHOTO pyKoBoAHTeNs U coaBTopoB (Malashicheva et
al., 2015), Ha KOTOPYIO CCHIIACTCS TUCCEPTAHT.

®dpaza «boabue npuMepos... MOXCHO Hatumu 8 panuux obzopax...» (c. 20) BbI3bIBAET
BOMPOC: MOYEMy KOJMYECTBO MPUMEPOB YMEHBIIIAETCA ¢ TeueHHEeM BpemeHu? BcTpewarorcs
JpyTue HEyAa4dHbIe CIOBOCOYETAHUS, BOT JHUIIb HEKOTOpPBIE U3 HHX: <OKUPOBOW/KOCTHBIH
dbenotun» (c. 17), «/[HK ... wupoko ynakosana 6 xpomocomvi» (c. 19), «ouenv uoenmuueny
(Tam Ke), «IMOCTTPAaHCIUPYyEeMbIe» [MoauduKanuu| BMECTO «IOCTTPAHCIAIMOHHBIE) (C. 12)
u Jip.

NmeroTcst mpeTeH3uu Mo MCHOJIb30BaHUIO ab0peBuaTyp, He pacuIM(pOBaHHBIX HU B
TEKCTE TPU TIEPBOM YITOMHUHAHHH, HU B CITUCKE COKpaieHui. Hampumep, B moanucu x puc. 1
He pacmmdpoBansl cokpamieHus KSII m MKT. OnuH-eIMHCTBEHHBINH pa3 BCTPETUIIOCH
cokpamenue IF (c. 12) — oObIuHO Tak COKpamawT UMMYHO(IIYOPECIICHIINIO, 1 HY>KHO OBLIO
JI0Ta/laThCsl, YTO ITO MPOMEXKYTOUHbIE puiamMeHThl. To ke — BKM, BHEKIeTOUHBINH MaTpUKC
(c. 16 1 manee 1Mo TEKCTY): ATO HE OOMIEYOTPEOUTEIIBEHOE COKpaleHue (st SMOproiora —
BHYTpEHHSS KJIETOYHAs Macca) U T.I1.

Hakonen, Ha MoOi B3TJIsi1, BeChMa HEJMIIHEW OblIa ObI cxeMa, WILTIOCTPUPYIOIIast
ctpoeHue namMuHOB A/C, ¢ yKa3aHHMEM OCHOBHBIX CTPYKTYPHO-(YHKIIMOHATIbHBIX TOMEHOB,
YYaCTKOB, COOTBETCTBYIOIIMX IOCJIEI0BATENLHOCTSM 3K30HOB reHa LMNA, u monoxeHus
WCCJIEIOBAHHBIX MYTAIMM.

2. Ecnu mopasmsitoniee OONBIIMHCTBO METOMUK (TIPOTOKOJIOB) B COOTBETCTBYIOIIEM
paszziene ONMUCaHO TIHIATETHHO, TO B OTHOLICHUU IMOJYYCHHS JICHTUBHPYCHBIX YACTHIl aBTOP
OTpaHUYMIACh JIMIIb CHEAYIOMEeH CCBhUIKOM (aBTOpCKMHM cTuib coxpaneH — J[b.):
«...0Cyuecmenanu no npomokony, paspabomannomy 6 nabopamopuu ookmopa /. Tpowno ... u
mooughuyuposannwiti 6 n1abopamopuu A.H. Tomununa (Malashicheva et al., 2007)». CnenoBano
KPaTKO 3TOT MPOTOKON (C MOAM(UKAIMAMHI) BOCIIPOM3BECTH, YNTATENb HE 00s3aH IpU 00meM
3HAKOMCTBE C pabOoTOI 00paIaThcs K MepBOMCTOYHUKAM.

3. Tlo UMTONIOTUYECKUM HJUTIOCTPALIUSM PE3yJIbTaTOB y MEHS BO3HHMK BOIPOC: YTO
MPENICTABISIET CO0O0M «ny3bipeHue» SAep KIETOK, Hecymux MmyTaiuuu LMNA? XoT1s 3T0 CI0BO
3aKJIIOYEHO B KaBBIYKH, OHO SIBHO HeyJauyHOE (OTCYTCTBYET B aKaJeMHUYECKUX CIOBapsx) H,
MO-BHJIMMOMY, HE OTpa)kaeT CyTH SIBIICHHUS, HABOJS HAa MBICIb O 01eO0MHTe (OTACICHUU
«my3bIpeii»), Tak ObIBaeT, Hampumep, MNpu (HOPMUPOBAHUH OCOOBIX OpraHemn —
MUKPOSIIEP — B OOIIUTaX HEKOTOPBIX OECIIO3BOHOYHBIX )KHUBOTHBIX, IPUYEM B ATOM IPOLIECCE
TOKE BaKHYIO POJIb UIPACT AnaepHas JaMuHa. Hackoibko s IOHUMalo, B Cilydae MaToJIOTHil,
CBSI3aHHBIX C MyTarusMu reHa LMNA, pedb WAET O BBIISYMBAHUSX/MHBATMHAIMSIX — TaK?

Kpome Toro, xoTenoch Obl y3HaTh, KaKOB MPOIEHT KJIETOK ¢ U3MEHEHHOHN Mopdosoruei spa,
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MOCKOJIbKY, CYy/isl, HApUMeEp, 1o puc. 12 u 17, naneko He BCE KIETKH UMEIOT HW3MEHEHHBIN
¢enorun (cp., Hampumep, LMNA WT u R482L na puc. 12).

4. Cpenu mpouux MOXKHO OTMETHTH clieAyrommue Hemodetol. Puc. 299K (nposepka
kapuomuna UIICK memooom MoONeKyIapHO20 KApuomMunuposauus HA Yunax) HEYUTaeMbII
U3-32 HU3KOTO DAa3pelIeHUs U HE MOXET ObITh OlleHeH. Hwukorma He BCTpeyas, 49ToObI
Ha3BaHHE TaONUIBI pacrojarajloch Moj TaOnuued, Kak, BmpoueMm, OykBa «E» mms
obo3HaueHuss (¢parMeHTa pUCYHKAa ©  yIoTpeOJeHue cjoBa  «OOCYXKIEHHE»  BO
MHOKECTBEHHOM 4YHCJE€ B 3arojioBKe pasfena. 3amMedyaHue K CIHCKY JIUTepaTyphl:
aHrios3biuHas Bepcus kypHana «lluronmorusi» naseiBaercst Cell and Tissue Biology, a ne
Cytology (3T0 MoOXeT BBecTH B 3a0iyxjacHHE). B TekcTe aumccepramuu JOBOJIBHO YacTo
BCTPEUAIOTCS OINEYaTKH, a KOJMYECTBO IyHKTYallMOHHBIX OLIMOOK CTOJb BEJIMKO, 4YTO

MECTaMU JaKe 3aTPpyAHSACT IOHUMAaHNWEC MBICIIM aBTOPA.

Cne,uyeT, OAHAaKo, MNOAYCPKHYTh, HYTO BCC BOIPOCBI U 3aMCHYaHHA HOCAT
UCKITIOUUTENFHO PEIAaKIIMOHHO-TEXHUUECKUH XapaKTep, He 3aTParuBaroOT CyIIecTBa paboThl, U
HE YyMajslOT €€ Hay4YHO-TEOPETUYECKOM M MPAKTUYECKOW 3HauuMocTH. CyuTalr, 4TO
mucceptamust  K.M.  TlepenmenuHodd mpencrtaBisieT CcOOOM  IEIIOCTHOE, BCECTOPOHHE
000CHOBAaHHOE KCIIEPUMEHTAILHOE HCCIIeI0BaHue, 00aaroiee HeCOMHEHHON HOBU3HON U
THIATCIIBHO BBINIOJIHCHHOC C IMPUMCHCHUCM COBPCMCHHLIX MCTOJUK. PC3yHBTaTBI IIOJTHOCTBIO

JIOCTOBEPHBI, BBIBOIBI OOOCHOBAHBI.

3akiao4eHue

HuccepranuonHnas padora Kcenun Uropesnsl [lepenennnoii siBisieTcs 3aKOHUEHHBIM
B paMKax TIOCTaBJIIEHHBIX  3a7ad  HAyYHO-KBAJH(PHUKALMOHHBIM  CaMOCTOSTEIbHBIM
UCCJIEIOBAaHUEM, BBIIIOJHEHHBIM HAa COBPEMEHHOM METOJWYECKOM YPOBHE M Oa3UPYIOLIMMCS
Ha OOIIMPHOM 3KCIEpPUMEHTAIbHOM MaTepuasie. OHa COJEpKUT HOBble OOOCHOBAHHBIE
MIOJIO’KEHUS, KOTOPBIE MO’KHO TPAKTOBaTh KaK HOBOE PELICHHUE aKTyalbHOM HAyYHOU 3a/1auu B
o0iacTH KJIETOYHOH OWONOTMM M OMOMENUIMHBI, CBS3aHHOM C OINpeneleHueM H
XapaKTEePUCTHKONW  MOJIEKYJISIPHO-IIUTOJIOTUYECKUX  (PAKTOPOB,  CIYXAaIUX HPUIHHON
JAaMHUHONATUM W  BIMAIOIIKMX Ha AU(QQPEpeHUUpOBKY KIETOK — MpeXkAe BCEro
TKaHecneuupuuHbix MyTtanuii rena LMNA. duccepranus K.M. [lepenennHoii, HECOMHEHHO,
OTKPBIBAET MEPCHEKTUBHI JAJIbHEUIINX HCCIEIOBAHUN CTPYKTYpHI M (PYHKLUHUH KIETOYHOTO
A7pa, €ro HeMEMOpaHHBIX KOMIAPTMEHTOB B KOHTEKCTE€ HOPMAaJbHOW W NATOJIOTHYECKOU
MOJICKYJIIPHOM ITUTO(PUZHOTIOTHH SICPHON JIAMUHBI.

[To axTyanbHOCTM TEMBI HCCIEJOBAaHUS, CTENEHM OOOCHOBAHHOCTH HAYUYHBIX

MOJIOKEHUH U BBIBOAOB, COPMYIMPOBAHHBIX B JAUCCEPTAIMH, UX JTOCTOBEPHOCTH, HOBHU3HE,



HAyYHO-TCOPETHYECKOH W  IMPAaKTHYECKOH 3HAYMMOCTH  MOJYYEHHBIX  PE3yJbTATOB
nucceprammonHas pabora Ilepememuuoit Kcemun HWropeBrsl Ha Temy: «BrnusHue
TKaHecneUuPUIHbIX MyTanuid B reHe LMNA Ha upouecc Aud(epeHIHPOBKH KIETOK»
MOJIHOCTBIO  COOTBETCTBYET OCHOBHBIM TpeOOBaHHWAM, YCTAHOBJIEHHHIM IIpHKazoM oOT
19.11.2021 Ne 11181/1 «O mnopsmke NpHCYKIEHHS Y4YeHBIX cTemeHed B CaHKT-
IlerepOyprckoM rocymapcTBEHHOM YHHBEPCHTETe», a couckarenb Ilepemenmna Kcenms
UropeBHasacnyXuBaeT MPHCYKIEHHS YIEHOM CTENCHN KaHMaTa GHOJOTHYECKHX HayK
no Hay4HOH crenuanbHocTH 1.5.22. Kneroynas Owomorus. Ilymkter 9 u 11 ykasamnoro

IMopsnxa nquccepTaHTOM HE HAPYILIECHEL.

Unen AUCCEPTAITHOHHOI'O COBETA:

JOKTOp OHONIOrHYECKHX HAyK,
TJIaBHBIH HayYHBIH COTPYAHHK De/lepalbHOr0 rocy1apcTBEHHOTO GIOKETHOTO YUpeKAeH S
Hayku MHcTuTyTa nutonoruu Poccuiickoit akanemun nayk (MHL] PAH)

; J.C. Boromo6os
-( > :»_;;2(_{95/4%"%
KonTtakTHBIE HJaHHBIE:

Tell.: +7 (812) 2971829; E-mailmctbo bt 1

CrennansHocTh, 0 KOTOPOH OGHIHAILHEIM ONOHEHTOM 3allMINeHa JHCCepTAIHS:
1.5.22 — Kneroynas 6uonorus (1udp 1 croeruaisHocTs Ha MOMEHT 3amuThl: 03.03.25 —
THCTOJIOTHS, IUTOJIOTHS, KJIETOUHAs OHOIOTHA).

Anpec Mecta paboThI:
194064, Canxr-IlerepOypr, Tuxopeuxuii npocmexr, 1. 4.
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