HelipoceHcOpHas TYroyXocCTh (CHHOHUMBI: nepuenTUBHasA TYTOYXOCTb,
CEeHCOHeBpaJibHasA TYroyxocTb (aHrJ. sensorineural hearing loss) — 3To nortepsa ciyxa,
BbI3BaHHAasl MOpaKEHHWEM 3BYKOBOCIPHUHUMAIOUIEr0 almnapaTra: CTPYKTYpP BHYTPEHHETO
yxa, npejjBepHo-yauTkoBoro Hepsa (VIII), uaM LeHTpaJbHBIX OTZEJNOB CJyXOBOTO
aHaJsiu3aTtopa (B CTBOJIE U CJIyXOBOM Kope T0JI0OBHOT'O M0O3ra).

TyroyxocTb MOXxeT O6bITh HacJaeACTBeHHOU. CyllleCTBYIOT U JOMUHAHTHbBIE, U PelleCCUBHbIE
reHbl, CIHOCOOCTBYIOLIME pPAa3BUTHUI0 HApYyLIEHUH cayxa — OT JIErkux A0 TIJIy6oKo
BbIpa)XeHHbIX. EciuM x0T Obl y OJHOTO H3 poOJUTeJell UMeeTcl JOMHUHAHTHBIN
ayTOCOMHBIN I'eH, 00yC/IaBIUBAKIIUNA TJIYXOTY, TYTOYXOCTb MPOSIBUTCS M Yy MOTOMCTBA C
BeposITHOCTBIO 50 %.

Hapyumenusi cnyxa, BbI3blBaeMble [JeNCTBUEM peLeCCUBHOTO TeHa, INpOSBJSITCA He
BCEr/ia, a JIMIIb y TEX IOTOMKOB, KOTOPBIM IePeJalicCh PeLleCCUBHbIE T€HbI U OT OTLA, U OT
MaTepH.

HapymeHusi ciyxa no JJOMUHaHTHOMY WJIM PeLieCCHBHOMY THUIIAM HacJeJJ0BaHUS MOTYT
HNposBAATbCA B $opMe TeX WM HMHBbIX CUHJPOMOB, HO He Bcerja. Tak, KapTUpOBaHUE
reHOB, IPOBeJIEHHOE B MOC/Ae/JHUE I'0/ibl, BBIIBUJIO JIeCATKU CJydyaeB HECUHJPOMaJbHOMN
(He compsKEHHOM C JAPYrMMHM aHOMaJMUSIMH) ayTOCOMHO-AOMUHAHTHOW (DFNA#) wu
ayTocoMHO-penieccuBHON (DFNB#) ryiiyxoTsl.

Cpeny Hac/ieCTBEHHBIX HAPYLIEHUH C/yXa B Pa3BUTHIX CTPaHax 4Yallle BCEro BCTpevyaeTcs
ayTOCOMHO-pelleCCMBHAsi HecuHApoMasibHasa ryyxota (DFNB1), cBa3aHHasag ¢ MyTauueu
reHa GJB2, koaupymoouero 6eysok KoHHeKCMH 26 (aHria. GJB2-related deafness, anru.
connexin 26 deafness).

CaMbIMH  OOBIYHBIMU  CHHJPOMAJbHBIMU  HapyUIeHHUSIMH CJyxa C ayTOCOMHO-
JIOMMHAHTHBIM HacJieJoOBaHUEM SIBASAOTCA cuHApoM CTukJepa u cuHpoM Baapaeno6ypra
(Bapgenobypra). K uucay peakux 3abojieBaHUHA C ayTOCOMHO-JOMUHAHTHBIM THIIOM
HacJieJoBaHus, NPUBOJSIIUX K HENPOCEeHCOPHOU TYTOyXOCTH, OTHOCHUTCA
ayTOBOCHAJIUTEJIbHBIM CUHAPOM Maksia — YaJibca.

HaunbGosiee pacnpocTpaHeHHble CHHJpPOMaJibHble HapyIIEHUSl CJIyXa, OOYCJOBJIEHHbIE
HacjJe/joBaHUEM [0 ayTOCOMHO-PELleCCUBHOMY THUIy — 3TO0 cUHApoM IleHjpena
(BpoxkJEéHHAsi HeHWpOCEHCOpHasl IJyXxoTa M 300), CHHAPOM IIMPOKOrO BOJAONPOBOJA
npej/Bepus U CHHApPOM Yuiepa (BpoxAEHHass HepoceHCOpHas IayxoTa U peTUHUT). [lo
TaKOMY ’Ke THUIly HacjaefyeTcsi cuHJApoM JKepBessia — JlaHre-HusbceHa (Bpoxa€HHast
HelpOoCeHCOpHas TYroyxocTh U QyHKIIMOHa/NbHbIe HapylieHus cepana, A. Jervell, F. Lange-
Nielsen, 1957). OH BcTpevaeTcsa B nmonyjasiuu ¢ yactoror 1:100 000 — 1:200 000, npu
3TOM 00JIblIAas YaCThb 60JIbHBIX He JJ0’KMBaeT /10 Bo3pacTa 15 seT



