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BposxaeHHas riyxota (BpoKIeHHAsi HEMPOCEHCOPHAsl TYTOyXOCTb) — 3TO HapylIeHHE CIyXa,
BO3HHUKAIOIIEE NpPU aHTe- U HMHTPAHATAJIbHOW MAaTOJOIMM CIIyXOBOT'O aHajIu3aTopa. JTHUOJIOTHSA
JAHHOTO COCTOSTHHSI CBsI3aHa C TpPEeMs OCHOBHBIMHU (DaKTOpaMH: HACJIEICTBEHHBIMU Je(eKTaMu
(MyTauusMu ONpeAeNCHHbIX TeHOB), BO3JICHCTBUEM TEPATOTCHHBIX areéHTOB Ha AMOPHUOH U IIJIOJ, a
TaKkKe BHYTPHUMATOYHBIMU WH(EKIMOHHBIMU IpolieccaMu. PacnpocTpaHeHHOCTh 3TOW MaTOJOTHH
cocTaBiisieT 1-2 ciaydast Ha ThICSYY )KUBOPOKICHHBIX JIETEH, MPHUEM B O0JIee 4eM MOJIOBUHE CIIy4acB
(50-60%) 3aboneBaHMe HMeEET TIeHETHYECKylo mpupoay. CoBpeMEHHBIE BO3MOXKHOCTH paHHEH
OUArHOCTHKM, BKJIIOYas ayAMOJIOTMYECKMH CKPUHMHI HOBOPOXKJIEHHBIX, B COYETaHUU C
yIOIIyONEHHBIM M3YYEHHEM MOJIEKYJIIPHBIX OCHOB TMATOJOTHMHM CO3JAIOT TPEANOCHUIKH IS
pa3pabOTKW WHHOBALMOHHBIX METOAOB JICUEHHs, TaKUX KaK I€HHAas KOPPEKLHUs, a TaKxkKe I
OpraHU3aIMH KOMIUIEKCHOW peadMINTALNU TallueHTOB.

[TaTorenes BpOXXIEHHON HEHPOCEHCOPHON TYrOyXOCTH OOYCJOBJEH TpeMs KIIOYEBBIMHU
MOJIEKYJISIPHBIMM MexaHu3Mamu. llepBblli MeXaHU3M MNpEACTaBIsAET HApYyLIEHUE PELUPKYISILHUU
MOHOB Kanus B ynuTke. llocie nenossipu3aiui BOJIOCKOBBIX KJIETOK MOHBI KajHsl JIOJDKHBI OBITH
BO3BPAILECHBI B SHA0IUMQY IS TOAJIEPKAHUS YHIOKOXJICAPHOTO MOTEHIIHAala, KOTOPbIH COCTaBIsSIeT
+80 MB. benokx konHekcuH 26 (ren GJB2) ¢opmupyeT reMukaHaibl IIEJIEBBIX KOHTAKTOB IS
TpaHCHOpPTa MOHOB Kanus. Myranuu B nanHoM reHe GJB2 sBistorcs Hanbosee 4acToi MpUYMHOM
HACJIEICTBEHHOW TIyXOThl U cocTaBiseT A0 50% Bcex ayTOCOMHO-pELlECCUBHBIX ciydaeB. Ilpu
mytaiun B TeHe GJB2 Onokupyercs OTTOK HMOHOB KajHs, 4YTO MPHUBOAUT K CHUKCHHUIO
HHJIOKOXJICAPHOTO MOTEHIINANA, B PE3YJIbTATE YET0 IPOUCXOIUT TMOEIh BOIOCKOBBIX KJIETOK. BTopoit
MEXaHHU3M — HapylLIEHHE MEeXaHOUIeKTpudeckol Tpancaykuuu. Mytamuu B rene TMC1 npuBogst k
TUCHYHKIIMM MEXaHOUYBCTBUTENBHBIX KaHAJIOB CTEPEOLMJIMHA, KOTOpbIE MPeoOpa30BBIBAIOT
3BYKOBOM CUTHAJI B JJICKTPUYECKUU. TpeTuii MEXaHU3M — CHUHANTOINATUH, B YACTHOCTU MYTAllUH B
reae OTOF, komupytomem Oemok ortodepnud. JlaHHBIT Oelok oOecmeunBaeT 3K30IHMTO3
CHHAIITHYECKUX ITy3BIPHKOB C TIIyTaMaTOM B BOJIOCKOBBIX KileTKaX. IIpu orcyTrcTBuM oTodepnuna
CUTHAJI HE TepefadTcsl Ha CIyXOBOM HEpB, HECMOTPS HAa COXPAaHHYIO pabOTOCIOCOOHOCTh CaMHX
BOJIOCKOBBIX KJIETOK, YTO U MPOSBISAETCA (PEHOMEHOM CIIyXOBOW HEWPOIATHH.

Takum o00pa3oMm, BpoOXAEHHAS HEUPOCEHCOPHAs TYroyXoCTb MpPEACTaBIseT CcoO0i
TCHETHYECKYI0 TaTOJIOTHIO, OOYCJOBJICHHYIO HApyIICHUSAMH PA3JIMYHBIX  MOJEKYJISPHBIX
MEXaHU3MOB CITyXOBOH (DyHKIIMU. B 3aBUCMMOCTH OT 3aTPOHYTOI'0 I'e€Ha, ATOr'€HEe3 MOXKET BKIIIOYATh
mucyHKIMIO HOHHOTO TpaHcmopra B »HIomuMde (GJB2), nedexTsl MexaHOAIEKTpUYECKOU
tpancaykuuu (TMC1) unu Hapymenus cunantuyeckoit nepenaun (OTOF). Yrny6néunoe uzyuenue
3THX MEXaHHU3MOB MO3BOJMIO pa3paboTaTh MAaTOTCHETUYECKUE METOJbI JICUEHUS, CPEIH KOTOPBIX
0co00ro BHMMaHHUS 3aCIIy’KMBA€T YCIICIIHO MpPUMEHseMas I'eHHas 3aMeCTHTEIbHAas Tepamus s
koppekiuu mytanuii B rene OTOF. IloHnMmanue MOJIEKYJISApHBIX OCHOB 3a00JI€BaHHSI OTKpPHIBAET
NEPCIEKTUBBI I TMEPCOHAIM3UPOBAHHOIO TMOAX0Ja B JICUCHHH PA3THUYHBIX (OPM BPOKIAEHHOU
TYTOyXOCTH.
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