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ABYXCTOPOHHAA [NYXOTA NPU CUHAPOMANbHOW NATOIOTMU HEU3BECTHOTO FEHE3A

Kapumoesa 3.X.", Mamkynues X.M.
1 000 INVIVO»

AHHoTauumA. HacnencteerHasa CHT obycnosneHa pasnuuHbiMK reHeTUUYECKUMIN OTKIIOHEHUAMW 1 NepefanTca 13
nokoneHus B nokoneHune. CnefyeT Takxe OTMETUTb, UTO HAaCeACTBEHHAA NOTePA Cyxa OblBaeT CUHAPOMANbHOW 1 He
cuHApomanbHol. HecrHapomanbHaa CHT - 3To YacTMuHaA unw NonHaa nNoTepsa Cyxa, KOTopasa BO3HWKaeT 6e3 Apyrmx
COMYTCTBYIOLMX KIMHNYECKNX MPU3HAKOB. [1p1 CMHAPOMANbHOM NoTepe Ciyxa B AOMOSIHEHME K HapyLWEHWIO CTyXa 1in

[IyXOTe BO3HMKAIOT CUMMTOMbI, 3aTParlBaioLLme Apyrie opraHbl v CUCTEMDI.
KnioueBble cnoBa: CeHCOHEBPasIbHasA TYroyxOCTb, CIIYXOBOW aHasM3atop, AeTH, MTyxoTa.
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BILATERAL DEAFNESS IN SYNDROMIC PATHOLOGY OF UNKNOWN GENESIS
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Abstract. Hereditary SNHL is caused by various genetic abnormalities and is passed on from generation to generation.
It should also be noted that hereditary hearing loss can be syndromic and non-syndromic. Non-syndromic SNHL is a
partial or complete hearing loss that occurs without other accompanying clinical signs. With syndromic hearing loss, in
addition to hearing impairment or deafness, symptoms occur that affect other organs and systems.
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BBEJIEHNE

CeHcoHeBpanbHaa Tyroyxoctb (CHT) 310 no-
HUXKEHMe CIyXa, KOTOPaa BO3HMKAET Mpu MOBPEeX-
AEHVV  BOJSIOCKOBbLIX KMETOK YNUTKY, Npeansep-
HO-YNINTKOBOTO HepBa WAV LieHTPabHbIX OTAENOB
CNyXOBOTO aHanmsatopa. B HactoAwee BpemAa no
nanHbIM BO3 6onee 500 MH ntoaen CTpadatoT Hapy-
weHvem cnyxa, a k 2050 rogy 6onee 900 MnH Mtogen
OyayT CTpaaaTb 3TM 3ab0eBaHMEM.

MpuunH, cnocobcTBytowmx passutnio CHT MHO-
MEeCTBO, OCHOBbIBAACh Ha STMOMATOreHe3 pPa3BuTUA
cnefyeT BblAeNMTb OCHOBHblE 3 TPynnbl: Haclem-
CTBEHHasA, BPOXAEHHAA 1 MPUOOPETEHHAS.

HacneacteeHHaa CHT obycnosneHa pasnuyHbl-
MW FEHETUYECKNMI OTKITOHEHNAMM 1 NepeatoTca 13
MOKOJNIeHMA B NMOKoeHne. CrefyeT Takke OTMETUTD,
UTO HaCNeACTBEHHaA NoTepsa Cyxa bbiBaeT CUHAPO-
MaSibHOW U He CYHAPOMAaNbHOW. HecHapomasbHan
CHT- 370 YacTnyHaa Unu NosHada NoTepa ciyxa, Ko-

TOpas BO3HMKaeT 6e3 Apyrimx COnyTCTBYIOLMX Ku-
HNYeCKMX NPU3HaAKOoB. pn cHAPOManbHOM noTepe
Clyxa B AOMONHEHME K HAPYLIEHWIO CllyxXa WK TIy-
XOTe BO3HMKAIOT CMMMATOMBbI, 3aTparvBatoLmne apyrue
OopraHbl 1 c1UCTeMbl. B HacToALlee BpemA 1M3BECTHO
6onee 400 CMHAPOMOB, KOTOPbIE BK/IHOUAIOT MOTEPIO
C/lyxa 1 NopaxatoT PasfiMyHble opraHa u CUcCTeMbl
OpraHM3ama, BK/OYad MOuYKK, Masza v cepaue. Tak
npv cuHapome BaapaeHOypra Habnofgaetca benan
NpAdb BOMOC, FrETePOXPOMHbIE PAAY»KKM, LUIMPOKaA
HUXKHAA Y4emtoCTb U ryxoTa. CuHAPOM Kpy3oHa xa-
PaKTepun3yeTca KoCornasmem, Npu 3Tom HabnoaaeT-
CA CrNaXKEeHHbIV HOC, aTpe3nsa X0aHH, Aedopmauma
uepena, nporpeccupytowas CHT. Mpu cnHopome
Yiwepa HabntogaeTca OCHOBHas Tprada CYMITOMOB
- 3TO MUTMEHTHbIV PETUHWT, aTakCuA 1 F1yxoTa. AHO-
Manua BHyTpeHHero yxa (MoHanHM) 1 306 BCTpeya-
etca npun Cnunapome lNeHapena. CuHapom AnbnopTa
BOVpaeT B ceba HedpUTUUECKUIA CUHAPOM (NpoTe-
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WHYpVA, remMatypus, noyeyHad HeaoCTaTOYHOCTb),
CHT, odpTanbmonornyeckmne HapyweHms.

HacnencteeHHas CHT MoxKeT ObITb OAHOCTOPOH-
HeW Unu ABYCTOPOHHEN, CTabUNbHOW UK Nporpec-
cnpytollen. Kpome TOro, MOHWMXEHWE Cryxa MOXeT
HabnaaTbCA Ha Pa3NNYHbBIX YacToTax. [logcumTaHo,
yto NpumepHO 60-80% BPOXOEHHbLIX HapyLUeHWN
Cyxa UMeIT HeCMHAPOMaNbHOE MPONCXOXAEHME.
PacnpocTpaHeHHOCTb HECMHAPOMANTLHOW TYroyXo-
CTn cocTasnaet 3-4 cnyyan Ha 10 000 HOBOPOXAeH-
HbIX 1 YBENMYMBAETCA C BO3PACTOM.

BpoxaéHHaa CHT pa3suBaeTca y pebéHka B
yTpobe MaTepn 1 3TOMy CMOCOOCTBYIOT Pa3nnyHble
NHGEKLMOHHbIe 3300n1eBaHVA (FPUMM, KOPb, KPaCHY-
Xa, ANMAEMUYECKMI NapOTUT, BUPYC NPOCTOro rep-
neca), CaxapHblil AnabeT, NPUEM OTO TOKCUUHBIX aH-
TUOVOTUKOB, PE3YC KOHOVKT, NpexaeBpemeHHble
POAbl, HN3KMIA BEC NpK pOXKAEHWM, POAOBbLIE TPaB-
Mbl, ynoTpebneHne HapKOTUKOB W ankorons npu
H6epemMeHHOCTW, BbICOKOE apTepuarnbHOe AaBneHne
(Npeaknamncus) bepemeHHoN.

MpuobpeTéHHana CHT pa3BMBaeTCcA Noce poxae-
HVA PebEHKA, OCHOBHbBIMI NPUYMHAMM KOTOPOTO AB-
NATCA NPUEM OTOTOKCMYHbBIX NPenapaTos, Yepen-
HO-MO3rOBble TPaBMbl C MOBPEXAEHMEM CTPYKTYP
cpefHero v BHyTpeHHero yxa (BopornuH M.C,, 2003),
ayTOUMYyHHble 60ne3HN, UHOEKLMOHHbIE GONe3HM
(MEHVHTIT, KOPb, KPacHyXa, rpunm, KOPOHaBUPYC),
ANUTENbHOE BO3AENCTBIE WyMa, BONe3HM BHYTpeH-
Hero yxa (bone3Hb MeHbepa, HeBPUHOMA C/TyXOBOIO
HepBa, OTOCKNEPO3), 3aboneBaHns noyek, 6onesHK
cepAaua v CoCyaos.

CJTYYAR 13 MPAKTHKN

K Ham B KnuHWKY INVIVO obpatunace 6onbHas
T.. 3 neT. C )xanobamu Ha OTCYTCTBME CIyXa U peun.
3 aHamHe3a y MaTepu OepemeHHOCTb MepBas,
pofbl NepBble, AEBOYKA POAMIACh B CPOK, BEC MPW
poxaeHur 3 200rp. Mpu poxxaeHnn Obina rmMnoKcns
M10Aa, HO OCNOXHEHWN, TPebytowmx peaHnMaLn-
OHHble BMellaTenbCTBa, He Obino. bonbHas onepu-
pOBanachb ABAAbI MO MOBOAY TPMxMa3a (BpacTaHmne
pPecHNL, BHYTPb). XOAUTb Hayana B 3 rofa, 4o 3Toro
NOCTOAHHO cuaena. [pn xoabbe YacTo CNoTbiIKaeTcA
1 NapaeT. Peakuya Ha rpoMKMe 3BYKM He Habnoaa-
nacb C poXAeHWA.

[Mpy 0OBEKTMBHOM OCMOTPE: Bec 1 pocT Kak y
rogoBasnoro pebérka: sec 10 kr, pocT 80cm, umeeTca
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BPOXAEHHbIV Mape3 IMLEBOro HepPBa C/eBa, KOPOT-
KadA Wesd, CKOMMO3, paclumpeHHana rpyaHas KeTka,
NeBaA Hora Kopoye MpaBow, AuMcnnasvsa Tasobe-
APEHHbIX CYCTaBOB.

Ha komnbtoTepHol Tomorpaduu: Cnpasa LWnpu-
Ha BHYTPEHHETrO CIIyxOBOIo MPOXoda 2.5 MM, yNnTKa
M MONYKPYXHbIE KaHanbl Pas3BmTbl XOPOLLO, OTMeYa-
€TCA 3KCCyOaT B AYerKax COCLEeBWAHOrO OTPOCTKA,
MPOMOHTOPMANbHasA CTeHKa crinaxkeHa. Cnyxosble
KOCTOUYKM Pa3BWUTbl, KaHan NMLEeBOro Hepsa BKM3ya-
NN3UPYETCA Ha BCEM NpOTAaxeHun. Cnesa otmeya-
eTCA annasnA NNLEBOIrO HepBa U y3KWI BHY TPEHH N
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CNYXOBOW MPOXOA — 2MM, YAIUTKA U MOSTYKPYHble
KaHasnbl pa3BuTbl Xopouwo. CyxoBble KOCTOYKM Bi-
3yanmM3npyoTca, UMEeTCA 3aTeMHeHue (IKCCyaaT) B
06nacTV CoCLUEeBMAHOrO OTPOCTKa W bGapabaHHOWM
NONOCTW.

[pn oTOCKOMMK: HapyKHbIA CITYXOBOW MPOXOA
CMnpaBa W cneBa WWpoKKMii, 6apabaHHas nepenoHKa
CMpaBa Ceporo LBeTa, BblaeneHnn Het. Cnesa oTme-
YaeTCA MacTO3HOCTb GapabaHHOW MepenoHKM, ue-
pe3 Heé NpocBeYrBaeT 3KCCyaar.

Pe3ynbTaThl 1abopaTOPHOro reHeTUYeckoro uc-
CNefoBaHMA M MELWNNCA CUMNTOMOKOMMIEKC He
COOTBETCTBYET HW OHOMY M3BECTHOMY Ha HaCTOA-
lee BpemA CYHAPOMASbHYO NaTONOMMIHO.

KnvHnyeckn anarHos: LIByxCTOPOHHAA ryxoTa,
BpoXXOEHHbIM Mape3 NMLUEeBOro Hepea cnesa. [Byx-
CTOPOHHMI 3KCCYAATUBHbIN CpeaHnin OTUT. CUHOPO-
MafbHasA NaTONOMA HEM3BECTHOIO reHesa.

YuntbiBas OOBEKTMBHbIE AaHHbIE OOMbHOM MNPO-
Be[leHa KOoxJleapHasa MMMIaHTauma Ha npasoe yxo. B
Xo[e onepaumm BbIABIEHO, YTO CTeHKa Gannonvesa
KaHana OynnésHo wu3meHeHHas. [TpoMoHTOpWanb-
HaA CTeHKa CriaxeHa. V13 3a Hannuma XpoHUYeCcKoro
BOCMaNMTENbHOIO NpoLecca B yxe, Oblno NpUHATO
peleHre NPoBEeCTN OJHOMOMEHTHO C KOXJ/1eapHOW
MUMMNaHTaUmMen 1 NeTpo3sKToMnto, [onocTb coclie-
BMOHOrO OTPOCTKa W 6apabaHHas NoMoCTb 3aTam-
MOHMPOBAHA »KMPOM B3ATbIM 13 KMBOTA OOSIbHOMN.
JneTpop MMMNaHTa BBeAEH B YIUTKY Yepes Kpyrioe
OKHO, MMMedaHC CO BCEX IM1eKTPOOB B HOPME, Te-
nemeTpus Obina 3aperncTpupoBaHa ¢ 14-ro snekT-
poaa. PaHa NOCIOMHO yWuTa.

Ha 10 geHb mocne mmnnaHTaumm Habno4anoch
HEeMnosHOe  3aXMBMieHMe nocsie  OnepaLmoOHHON
PaHbl, OTMEYaNoCb PACXOXAEHME LWBA Ha NPOTAXE-
HuM 0.5CM. BonbHas 13 3a cemenHbix 0OCTOATENbCTB
B MoC/e onepauUroHHOM nepuoae Habnoganacs y
JIOP Bpaya no mecTy »untenscTaa. [1pn NOBTOPHOM
OCMOTPE CryCTA 2 Mecalia Nocse onepaumm Habo-
[anacb 3KCTPY3MA NETNN SNEKTPOAA HaL KOXel B
NpoeKLUMM NocneonepaumoHHOro LWea.

HecmoTpsa Ha 310 naumeHTKy nogkmounaun. OHa
Hauana xOAUTb Ha 3aHATUA cypponeaarora. CrnycTA
MecAL Noc/e NoaknYeHVsa y 6onbHOWM NoABMAach
peakuMa Ha 3BYKM, NoaBmanch 3Bykn A, O, Y, cTana
BbIFOBapVBaTb OTAE/bHbIE C/TOBA.

HecmOTpA Ha XOpOoLW I yXOA 3a nocse onepaum-
OHHOW paHoW, Nepuoanyecks Habntoganacb Npu-
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NyXNoCTb BOKPYT 3neKkTpofa. Yepes 4 mecAua 6bino
NPUHATO pelleHe NPOoM3BECTU IKCMIAHTALMIO VM-
M/1aHTa C COXPaHHbIM S1EKTPOAOM BHY TP YIIUTKM.

BbIBOAbI

Mpv CcvHOPOManNbHOM MNaTONOrM  HapyLleHNs
CNyxa TeXHMKa ¥ Mocse onepaLyioHHbIN yXon MOXeT
OTMYATbCA OT CTaHAAPTHOW W MPUBLIYHOW BCEM
HaM TaKTVKW NeyeHus, 4emy CnocobCTByeT He TOoMb-
KO aHaToMMuecKe 0COOEHHOCTU AaHHOTO MaLmneH-
Ta, HO Obllee peakTMBHOE COCTOAHWE OpraHm3ma
naLmeHTa.

YyuTbiBasA KIMHMKO-aHaTOMMYeCKme 1 GYyHKUMO-
HaslbHble BO3MOXHOCTU BHYTPEHHErO yXa AaHHOro
naumeHTa, Hanuume sddekTa nocne NoaKIUeHNs
PeYEBOro NPOoLIeCcopa W kenaHve poantenen, nna-
HUPYeTCa perMnnaHTauUms 6onbHOM Yepes roa.

KOH®JINKT NHTEPECOB

ABTOpPbI 33aABMAIOT, YTO AaHHaA paboTa, eé Tema,
NpeamMeT 1N COAEPKaHMe He 3aTparmBaroT KOHKYpK-
PYIOLWMX NHTEPECOB.

NCTOYHNKW PUHAHCHPOBAHNA
ABTOPbI 33ABNAOT 06 OTCYTCTBUM GUHAHCUPOBa-
HVA NPV NPOBEAEHNM UCCe0BaHNA.

NI0CTYMHOCTb MAHHbIX W MATEPWAJIOB

Bce paHHble, NoMyyeHHblE MAM NPOaHaNM3UPO-
BaHHblE B XOA€ 3TOr0 MCCNeA0BaHMA, BKIIIOYEHb! B
HaCTOALLYO ONYOANMKOBAHHYIO CTATbIO.

BKJIALL OTLE/TbHbIX ABTOPOB

Bce aBTOpPbI BHEC/IM CBOW BKJaZ B MOArOTOBKY
MCCNefoBaHNA U TOMKOBaHWE ero pesysbratos, a
TaKXKe B MOArOTOBKY nocieayoumx pegakumm. Bee
aBTOPbI NPOUNTan 1 0aobpUK UTOrOBbLIV BapuaHT
PYKOMCH.

JTNYECKOE ON106PEHWE W COrNIACHE HA YYACTHE

Boinn cobniopeHbl BCe MpUMeHUMbIE MeXayHa-
POAHbIE, HALMOHANbHbIE W/UK UHCTUTYLMOHANb-
Hble PYKOBOAALLME MPUHLMMBI MO YXOLYy 3a KUBOT-
HbIMU U1 X UCTMONBb30BAHMIO.

COTJIACWE HA YBJIMKALINID
He nprmeHnmo.
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NPUMEYAHNE U3OATENA

KypHan "Egpasutickul XypHas OmMOpUHOa-
PpUH207102UU - XUpyp2uU 20/108bl U Weu" CoXpaHaeT
HEeNTPANUTET B OTHOLIEHUW IOPUCANKLUMOHHbBIX Mpe-
TEH3UM MO ONYOAMKOBAHHBIM KapTamM M yKasaHWAM
NHCTUTYLMOHANbHOW NPUHAANEXHOCTH.
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