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Pedepar. BpoxxeHHast TyroyxoCTb — OJHa M3 CAMBIX YaCThIX [1ATOIOT U, BBISIB/ISIEMBIX [TPU CKPUHUHTE HOBO-
POX/IeHHBIX, B 80% CiTyyaeB MMeeT Hac/leICTBEHHYIO 3THooruio. Myranuu B rede GJB2 siB/sitoTcst npuymHOi
60stee 50% CiTy4aeB JOpedYeBOi peLleCCHUBHOM TYTOYXOCTH PasIMyHOM cTereHn TshkecTr. Myrtauuu B reHe STRC
SIBJISIIOTCSI BTOPOHA 110 YaCTOTe BCTPeYaeMOCTH B TPyIIIie ABYCTOPOHHUX HapyLIeHUH C/TyXa IeTKOI U yMepeHHOMH
crenend. MyTanuu B reHe STRC npuBogsT K Hac/ieCTBEHHON pelieCCMBHON HeCHHJPOMaTbHON TYroyXoCTH
16-ro tuna (DFNB16, OMIM 603720). [Ipu DFNB16 Hapylwaercst cuHTe3 GejiKa CTEPEOLM/IMHA, YTO HapylaeT
CBSI3b HAPYXKHBIX BOJIOCKOBBIX KJIETOK C IIOKPOBHOW MeMOpaHOW U uaMeHsieT ux ¢yHkumio. Hapymenus ciy-
Xa TpH JaHHOU popMe MPOSIBIISIOTCS C POXKIEHHSI JBYCTOPOHHEH CeHCOHEBPAIbHOM TYTOYXOCTBIO JIETKOM MIn
yMepeHHOI cTereHu. BombIIMHCTBO UCC/Ie[0BAaHH TOATBEPXKJAeT CTAGUIBHOCTD IIOPOTOB CIyXa MALEeHTOB B
TedeHHe JINTeIbHOTO leproza HabmogeHnit. [IpecraBieH KIMHUYECKUN CTy4ait peGeHKa, MMEIOILEero BPOX-
JIeHHYI0 JIByCTOPOHHIOI0 CEHCOHEBPAJIbHYIO PelleCCUBHYIO TYTOYXOCTb 16-TO THIIA, COYETAIOLIyIOCs C YaCThIMU
JBYCTOPOHHUMH 9KCCYJATUBHBIMUA OTHUTaMMU, YTO IIPUBEJIO K CMEIIAHHOM (pOpMe TyrOyXOCTH U, KaK CIe[CTBHE,
BBI3BAJIO 3aTPyJHEHMe B I0CTAHOBKE OKOHYATeIbHOTO AMArHo3a. B ¢BsI3U ¢ 3TUM IIPH [MarHOCTHKe HapylleHui
C/lyXa B PaHHeM /IeTCKOM BO3pacTe PeKOMEH/yeTCsl He IpeHeOperarh HallpaB/leHneM MallMeHTOB Ha KOHCY/Ib-
TalMIO Bpaya-TeHeTHKa. YCTaHOB/IeHHe UCTUHHOM MPUYMHBI CHWXKeHUsI C/TyXa YKa3blBaeT Ha IIPOrHO3 TeYeHUs
3a60s1eBaHuUs 1 HEOOXOAUMYIO TAKTUKY BeJJeH!sI MalleHTa.
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