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Skytun Bkiiaa mytauuii reHa GJB2 (Cx26) B aTu-

OJIOTUIO HACJIENCTBEHHOM TJIYXOTHI COCTABIISICT

48,8%, 4TO 00YCJIOBIEHO CYLIECTBEHHBIM HAKO-
TUIEHWEM MYTalliM caiita crutaiicunra c.-23+1G>A B re-
He GJB2 BcaenctBue addeKra OCHOBATENS B MOIYJISIIMNA
SKyTOB («Bo3pacT» Mytaruu ~ 800 jeT) [1]. Pe3synbrars
Hay4YHO-MCCJIEA0BATEIbCKUX pabOT B 00JIaCTU FeHETUYE-
CKMX (DOPM TIYXOTHI B SIKYTUM aKTUBHO BHEIAPSIOTCS B
MPaKTUKY B BUAE PAa3IMYHBIX TECT-CUCTEM PYTUHHOM
JHK-mnarnoctuxu [2, 3]. OnHako 6Mo3THYeCcKe, COLM-

aJIbHbIE 1 TICMXOJIOTUYECKME MPOOIEMbI, BO3HUKAIOIIIWE
MpU MPUMEHEHUU JAHHBIX TEHETUYECKUX TEXHOJOTUI, Me-
Hee U3yYeHbl, YeM MOJIEKYJISIPHO-TEHETUYECKUE aCTIEKThI
IyXOThl. B cBS131 ¢ 9TUM Haubosee akTyalbHbIM SIBJISIET-
cs U3ydeHue (hakKTopoB, BIMSIONIMX HAa MHEHHE 1IEJICBOI
TPYIIIIBL PECTIOHACHTOB (POIUTENIEH TIIyXUX IETel, TIIyXUX
B3POCJIbIX, TJYXUX OpayHbIX Map WU OpayHbIX Map, B KO-
TOPBIX OMUH U3 CYIIPYTOB TJIyXOit), TIPEXIe YeM BbICOKO-
TEXHOJIOTMYHbIE METO/IbI B POoccuu CTaHYT pyTUHHBIMU JLJISI
MeIULMHCKON npakTuku. Llenabio gaHHOI pabOThI SIBJISI-
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KPATKWE COOBLLEHNA

eTcsl u3ydyeHue ouostnvyeckux acrnekron JIHK-nuar-
HOCTMKM ayTOCOMHO-PEeLeCCUBHOI TyXoThl 1A Tuma
(APT 1A) B dAkyTuu.

Ma‘repvnan n metoabl

Bcero B uccnenoBanuu npuHsiio yyactue 420 yenoBek.
Bribopka rccinenoBaHus BKItoYaaa 3 rpyImnbl peCroHAeH-
ToB: I — riyxue B3pociabie (n=83), II — cabluaiiue poau-
TeNu Tyxux aeteit (n=96), 111 — cablmaniye MoJIoabIe JIo-
v (n=241). Ins1 onpeneneHnsi TeHOTUITOB MO MyTallUsIM
B reHe GJB2 (Cx26) 6bl1a B3siTa BEHO3HASI KPOBb Y TITyXUX
nauueHToB (I rpynna) u y rryxux aeteit (n=77) cibliia-
X poauTeneit. Bbul B3ST OyKKaabHBIN AMUTEINNR Y CITy-
yaitHo BEIOOPKU MoJioabIx toaeit (rpyrnmna I11) pist onpe-
JIeJICHUST YaCTOThl T€TePO3UTOTHOIO HOCUTEIbCTBA MyTa-
muu c¢.-23+1G>A rena GJB2 (Cx26).

Pe3yn bTaTbl N OGCV)KAEHI/IE

B pesyibrate aHkeTupoBaHusi Cx26-MO3UTUBHBIX TTY-
XMX B3pOCJIBIX (MHAWBUIBI Y KOTOPHIX BBISIBJIEHBI OMaI-
JIeJIbHbIe MyTalluU B TeHe GJB2) U cablliaiimx poauTeei
Cx26-TI03UTUBHBIX TIYXUX AeTel ObUIM BBISIBJICHBI CIIETY -
OIIIMe BaXKHbIE aCITEKThI:

* OOJIBIIIMHCTBO PECTIOHIEHTOB MaJIo MH(OPMHUPOBa-
HO 0 BO3MOXHOCTH TUIAHUPOBAHUS POXIEHUST peObeHKa
(CaBIIAIIETo WX TIIYXOro) C MCMOJb30BaHUEM TOPOI0-
Boit JIHK-guarHocTuku;

* OOJIBIIIMHCTBO OTPHUIIAET HACIECACTBEHHBIC TTPUIM-
HBI TJIYXOThI/TYTOYXOCTH y Ce0s1 WJIM y CBOEro pebeHKa.
Bo3MOXXHO, 3TOT (haKT MPUBHECET TPYTHOCTH B METUKO-
TeHETUIECKOe KOHCYIbTUPOBAHUE TIYXUX, ITOCKOJIbKY Y
OOJIBIITMHCTBA PECTIOHACHTOB YK€ €CTh CJIOXKMBILIEECS] MHE -
HUE T10 ITOBOY IIPUYMH CBOEH IJTyXOTHI MJIU TJTyXOTHI CBO-
ero pedeHka.

* HECMOTpsI Ha OTPULIAHKE HACJIEICTBEHHOM 3THOJIO-
TUH TJIYXOTBI, OOJBIIMHCTBO pecnoHAeHTOB 11 rpyrmbl
(crpIarniye poauTeNIei TIyXux JeTeil) onacaloTcest poXk-
JIEHUSI CJIEMYIOIIEro TIIyXoro pebeHKa;

* 5,6% pecnoHaeHTOB rpymibl I (B3pocibie Iayxue)
XOTeJ M Obl UMETD IIIYXOT0, a He cblialiero pedeHka. ITo-
JIydeHHBIE Pe3yJIbTaThl IOKA3bIBAIOT, YTO BO3MOXHO 3TH
5,6% tayxux manueHToB ¢ APT 1A Tuma B SIkytun, oto-
SKIECTBIISIIOT ce0sl C YacThlo CYOKYJIbTYpbI Tiiyxux «deaf
culture».

CpaBHUTEIBHBIN aHANU3 Pe3yIbTaTOB aHKETUPOBA-
HUS MOJIOJBIX CJIBIIIAIIMX JIOEH, TeTePO3UTOTHBIX HO-
cuteneit myrauuu c.-23+1G>A rena GJB2, u MooabIX

CABIIIAIIMX JIoJeil 6e3 JaHHOI MyTalluu MOKa3bIBaeT,
4T0 60JBIIMHCTBO (80—88%) pecroHaeHTOB 06eUX IPYIIIT
Ha BOIIPOC O PUCKE POXKICHMUS TJyXOTo pedbeHKa Yy CJIbl-
MIAIIUX POIUTENICH COTIAIIAOTCS C TEM, YTO TaKOM PUCK
ecTb. OJHAKO TOJBKO 2,8% MOJIOIBIX CIBIIIAIINX JTIOIEM
CUYMTAIOT, YTO Y HUX €CTh PUCK POXKICHUS TIIyXOTo peOeH-
Ka, 80% ciplamuyx HocuTeneir Myrtaiuuu c.-23+1G>A re-
Ha GJBZ2 yka3anu, 4TO OHU HE 3HAIOT O PUCKE POKIACHUS
IJIYXOTO pebeHKa Y HUX, YTO MOXKHO OOBSICHUTD C1ab0i
MH(GOPMUPOBAHHOCTBIO PECITOHIEHTOB O TEHETUYECKUX
MPUYMHAX TJTYXOTHI.

ITonyyeHHBIE pe3yiabTaThl CBUACTEIBCTBYIOT O Ma-
JIoi UH(MOPMUPOBAHHOCTU 0OCIETOBAHHOTO HACEJeHUS
00 3THOJIOTMYECKUX TTPUIMHAX BPOKIEHHOM TITyXOThI, CO-
BPEMEHHBIX MEIMKO-TEHETUIECKUX METOIAaX TUarHOCTH -
KU 3TOTrOo 3a00JIeBaHUsI, a TAKXKE O TPYIHOCTSIX B MHTEP-
MpEeTaly 1 OLIEHKE BO3MOXHBIX PUCKOB POXIEHUS TITy-
XUX JETEH.
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