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Bcé uncro: B JHK aertein «uepHobbIIbLLEB» HE
HaLL/M MyTaLuin

B rmaBHOM MexayHapoAHOM Hay4YHOM XypHare Hallel niaHeTbl Science Bollna cTaTeA € pesynbraTtamu
HeobblYHOro UccnenoBaHus. YUéHble NpoBepUnv reHoMbl AeTEN, YW POAUTENN YYacTBOBAMU B NIMKBUAAL UK
nocrneacTsui katacTpodbl Ha YepHobblnibekor ASC UnK KUK B BMKANLLMX HACENEHHBIX NMyHKTaX.

O DEKT 0T paavalyMoHHOro Bo3aencTBus oT YepHoObINTbCKOM aTOMHOM CTaHLMK (TO eCTb OT CaMOW CMEePTOHOCHOW
AAEPHON aBapuun B UCTOPUM YesioBeYeCcTBa) A0 CMX NOP BOSHYET MHOMMX. HanoMHUM, UTO B3pbIB HA YETBEPTOM
3Hepro6noke Npou3oLwén B Houb Ha 26 anpensa 1986 roaa.

WUccnenosaHne nposoaunia kKoMaHaa y4éHblX U3 LLEeCTH CTPaH, B TOM yucne u3 Poccumn v YkpauHel. A npuHumanu
yyacTve B HEM LeTH, poxaéHHble B nepuoa ¢ 1987 no 2002 roa. To ecTb OHM BbINM 3a4aThl y)Ke nocne KatactTpodbl.
Bcero 6bino npoaHanusnposaHo 130 reHomoB, To ecTb 130 AeTei. BospacT oTLOB Ha MOMEHT 0671yyeHua cocTaBnan
oT 12 go 41 roza, Ha MoMeHT 3auatus — 29. CpeaHuii BospacT Matepu — 27 net. 58 feTei Bbisin )eHCKoro nona, a
72- Mmanbynkamu. XoTa B NUKBMAaunm nocrneacTsmnin Yl yyacTBoBano HECKOMBLKO COTEH ThICAY YEOBEK,
uccnenosaHue BCE paBHO CTaso KpyrnHenLwmnm B CBOEM poe.

YUéHble NULyT, YTO OT MaTepu UK oTua K peBEHKY NepeaaroTcs NpakTMYecKU Bce reHeTMYEecKUe BapualLmm, KoTopble
npousownu B ux [HK. Mpwn aTom cosaaétca HeBosbLIoe KONMUECTBO YHWKasIbHbIX BAPUAHTOB: OHW BO3HUKAKOT Y
peB&HKa K13-3a crydyanHblx MyTalLMi B rameTax (cnepmMaTtosonaax v AnleKkneTkax). Takue M3MeHeHUs HasblBatoTCH
MyTauuamu de novo (DNM). 310 BaxkHelLLME CTPOUTESbHBIE ONTOKU 3BOMOLMU U €IMHCTBEHHbIN KNacc reHOMHbIX
BapuaLmui, KOTOpPbIM He NoABeprcs 0OLLUMPHOW SBOMFOLMOHHOM CeNeKLUM (OUUCTKE OT BPEAHbIX, HO HENeTabHbIX
BapuaHToB). B cpeaHem Kaxabli n3 Hac HECET OT 50 40 COTHM TaKUX CryyanHbIX U yHUKanbHbiX DNM. U3yuaTtb mx
BCECTOPOHHE M Ha YpOBHE MONynALMM CTaro BO3MOXHO He Tak JaBHo, 61aroaapa NosTHOreHOMHOMY CEKBEHUPOBAHMUIO
TPUO «MaTb — oTel — PeBEHOK».

MMEHHO 3TUM 1 3aHAnacb koMaHAaa y4éHblx. OHM peLLnnn NPOBEPUTL TEOPUIO O TOM, YTO MOHU3UPYHOLLIEE U3NTyYeHHUE
MOXET npuBoanTb K MyTauunam DNM. Tak, oHn npoBepanu MyTauum de novo Mnu HesHauuTenbHble Bapuauuv B JHK
peBEHKa, KOTOPbIX HET HM Y OAHOIO M3 UX BUOSIOTMUYECKUX poanuTenei. Mpu 3TOM OHM YUUTBIBANK U APYrMe UCTOUYHUKK
MyTauui, B TOM YUCIE KyPEHUE U alKOrOSTU3M.
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UTore y4éHole 0ZlHO3HaYHO 3aKntounnu, uto B JJHK getei «uepHobbinbLeB» HET FEHETUUYECKUX NMOBPEXAEHWH,
BbI3BaHHbIX paavaunen. Hantu mytauuum, cBA3aHHbIE C BO3AEWCTBMEM paanayun Ha poanTenew, He yaanock. B nx
JHK noasunocb NpUMEpPHO CTOMBKO e MyTalWi, UTo Uy 0ObIYHBIX JTOAEN.

Mo cnoBam vccneaosaTenen, aTo FOBOPUT O TOM, UTO NIFOAM, MOMYUMBLUME JaKe 3HAUYUTENBbHYHO 403y paavauuu,
MoryT He 60sTbCA 3aBOAUTL AeTei. MonyyaeTca, YTo IMKBUAATOPLI NocneacTBuii aBapun Ha YASC nabexanu camblix
Z0JITOCPOYHbIX MOCNEeACTBUI 006nyYeHus, KoTopble Mornu Obl NepeaaBaThCs M3 NMOKONEHUA B MOKOSIEHWE.

«3M0 00HO U3 NepabIX UCCAeI08AHUIA, 8 KOMOPbIX CUCMEMAMUYECKU 0UeHU8aencs U3aMeHeHue Uacmomol
Mymayuii UeA08eKda 8 0meem Ha MexHO2eHHYI0 KAmacmpogy, conposoXOaOULYCs CAYUARHbIM 06AyUeHUeM»,
— MULWYT aBTOPbI CTaTbY.

A B 2019 6vonoru, ugyuyaroime GMoCUCTEMY YePHOBBINBCKOrO fieca, coobLLany 0 TOM, YTOB HEM MOABUINUCH
XMBOTHble. B 2014 rogy yuéHble ycTaHOBUNM TaM 42 BUAEOKaMeEPHI, YTOObI HUKCUPOBATL KaXA0oe ABWKEHME.
BbIICHMIOCB, UTO B IeCy NMPOXMBAIOT MeABeAN, OU30HbI, BOJKU, pbicH, kKabaHbl, nolwaau MNpxeBansCcKoro, COTHU
BMAOB NTUL, PA3NINYHbIE PbI3YHbl, HACEKOMbIE.

HanomHu1m, 4To nocne npousoLLeALlero B3pbiBa NPakTMYeCKU MrHOBEHHO AepeBbA Ha OrPOMHOM y4acTKe NoTepssy
BCAKYHO KM3HECNOCOBHOCTb. OTO NPOM3OLLSIO M3-3a MOSyYeHUA MK BbICOKOM 403kl paanaLnu. OHM 3a cunTaHble
MWHYTbI NOpbhKenu. YuéHble yBepsasu, 4To TeppruTopua 0CTaHeTCs HEMPUrOAHOM ANA XU3HU eLLé HECKOMBKO AeCATKOB
neT, a MoxeT v BekoB. OKpyxatoLas cpefa Obina NosHoCThL0 MepTBa.
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