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Asmopamu nposeden anaius cOBPeMeHHOU 0MeuecmeeH Ol U 3apyOelcHOU TUMepamypsbt No Yacmome
mymayuil 8 2ete Konnexcuna-26. Copmyauposanvi uean u 3a0auu 0anHozo UcC1e008aHUsl, NPOBedeHo 00-
caedosanue 400 demeti ¢ netipocencoprou myzoyxocmuto (HCT) ¢ Yensouncrori oonacmu. B xode uccredo-
sanus Ol BbISIBIEHbL HAUOOIEE YACTbIE NPUYUHBL PA3BUMUS HELPOCEHCOPHOL MY20YX0CmuU Y demeil.

Knouesvie cnosa: neiipocencopnas myzoyxocmn, konnexcun-26, demckoe nacenenue.

Bubauoezpagus: 7 nassanuii.

The purpose and objectives were formulated on the bases of Russian and foreign literature. The
study of neurosensoric deafness (NSD) among 400 children in Chelyabinsk region was performed. The
most frequent causes of neurosensoric deafness were identified.

Key words: neurosensoric deafness, connexin-26, children.

Bibliografy: 7 sourses.

Yucsro 60abHBIX ¢ HApyIIeHUsIME cayxa B Poccuiickoit Degepariin npesbiiaet 13 MiH 4eIoBex,
n u3 Hux Oosee 1 muH — aro geru. ITo cpegrecraTucTrnyeckum gaHHbiM Ha 1000 HOBOPOKIEHHBIX
O/IH PeBGEHOK POJKAAETCSI C TOTAJIBHON TiyxoToil. Kpome Toro, B TedeHne mepBbix 2—3 JIeT KU3HU
TEPSIIOT CJIYX ellle Ba-Tpu pebenka. [lepBbie To/bl Ku3HN pebeHKa BO MHOTHUX aCIIEKTaX SIBJSIOTCS
KPUTUYECKUMU JIJII PA3BUTHS PEUH, TO3HABATEJBHBIX U COIMAIBHO-3MOIMOHAIBHBIX HABBIKOB, YTO
00y CJIOBJIMBAET MEPBOCTENEHHYIO 3HAYMMOCTD PAHHETO BBISIBJIEHUST HApyIIeHuii cryxa. [lo3/mee Bbi-
ABJIEHUE HApYIIEHU cayXa y JieTeil IepBoro rojia »KM3HU BeJleT K Pa3BUTHUIO [JIyXOHEMOTBI U, Kak
CJe/ICTBUE, UX UHBAJIUAM3ALUN. YBeJIUYeHNe YKCJIa jleTell, UMEIONINX CHYDKeHHe CJIyXa, BbI3bIBAeT
HEOOXOZIMMOCTD TTOUCKA HOBBIX CPEJICTB U METOJIOB PEIIEHUsT TPOOJIEMBI TYTOyXOCTH |2, 4].

YuurpiBas koHienmuio BeceMupHoil opranusanny 3/ipaBooXpaHeHus, AeJaloylo aKIeHT Ha IIPo-
(bumakTUKy 4acThix 3a00JI€BAHIIA, IPUBOASIINX K YACTUIHON UJTH TIOJTHON WHBAJIMHOCTH, BO3HIKA-
eT HeOOXOIMMOCTb B ITPOBEIEHUH MCCJIeIOBAaHUI, HAITPABJIEHHBIX HA U3yYE€HUE ITUOJOTHUECKUX U
NaTOTeHEeTUYECKUX (PaKTOPOB TYTOYXOCTH, U OIIEHKE €€ PACIIPOCTPAHEHHOCTH [4, 5].

V3menenust B reHe KOHHEKCHUHA 26 SIBIISIOTCST TPpYUHON 50% C1ydaeB TsKeJ0i BPOKIEHHOM TyTO-
yxoctu. OKoJI0 75% BCex CIydaeB HACTIEACTBEHHOI TYTOYXOCTH OTHOCSITCSI K PEIECCBHOI HECUH/IPO-
MaJIbHOM TYroyXocTh. YeTKas B3aMMOCBS3b HACJIEACTBEHHON TJIYyXOTbl U MYTAI[MOHHBIX U3MEHEHU
BTeHaX-KOHHEKCUHOB 26, 30 1 31 T0Ka3bIBat0T BBICOKY0 MH(OPMATUBHOCTb MOJIEKYJISIPHO-TEHETUUECKUX
MEeTO/I0B, KOTOPbIE II03BOJISIIOT YCTAHOBUTD IMArHO3 HACJIEJICTBEHHON IJIyXOTBbI, OIIPEe/UTh HOCUTEJIb-
CTBO TeX MM uHbIX MyTaiuil B renax GJB2, GJB3 u GJB6 u nepexoanTb npu MeAUKO-TEHETUYECKOM
KOHCYJIBTUPOBAHWHU OT BEPOSITHOCTHBIX OIIEHOK PUCKA 3a00JI€BaHMsT K OTHO3HAYHBIM |3, 6].

YBesmyenue yucia jgereil, UMEIOMIMX HACJAEACTBEHHYIO IIPUPOLY CHUKEHUE CJIyXa, BbI3bIBAET
HEeOOXOZIMMOCTD TIOMCKA HOBBIX CPEJICTB M METOJIOB petiienust pobJeMbr Tyroyxoctu. Cosasiineecst
[OJIOKEHHEe OIIpe/iesisieT aKTYaJbHOCTh MEIMKO-TeHeTUYEeCKUX METO/I0B MCCJIe/J0OBaHus JeTell ¢ Ha-
pyIIeHUEM CJIyXa, KOTOPBIE SIBJISIIOTCSI OCHOBOI JIJIsT TPOBEIEH s HanboJiee PAIMOHATIBHBIX TPOdhH-
JIAKTUYECKUX W PeabUIMTAIMOHHBIX MEPOIpUsTHii |3, 7].

Ilenp uccrenoBanusi. PazpaboTka CUCTEMBI AMATHOCTUKH U MPOMUIAKTHKN HACTECTBEHHBIX
(opm HellpoceHCOpPHOI TYroyXocTu Ha OCHOBE HCIIOJIb30BAaHUS COBPEMEHHBIX METOJMK UarHo-
CTUKH.



% Hayuubte cmamovu

B cBsA3u ¢ 3TMM TIOCTaBJIEHBI CIETYTOTINE 33/IaUH.

1. Ilpoanamm3npoBaTh pacIpOCTPAHEHHOCTh M 3TUOJIOTUIO HAPYIIEHUN CJyXa Cpeln JeTCKOTO
Hacesenus YensgOuHcKoi 0061acTH Ha OCHOBE U3YYeHUs 4acTOThl MyTaiuil B rerax Cx26 cpenu je-
Tel ¢ BPOXKIEHHON U TOPEYEBO TyTOYXOCTBHIO.

2. CpaBHHUTDH 3THUOJOTUYECKYIO CTPYKTYPY HECUHIPOMAJLHON HEWPOCEHCOPHON TYTOYXOCTH JI0
U TIOCJIe BBISBJIEHUS MyTaruu B TeHe CxX26  ornpenesnnTh MOKAa3aHUs JJIsT KOHCYJIBTAIMN Bpava-
TeHETHKA, a TAaKKe 00beM ay/IOJOTMYeCKOr0 1 TeHETUYECKOT0 00C/Ie/JOBAaHNS CHHAPOMAJIbHBIX U He-
CHHIPOMAJIbHBIX (POPM HEHPOCEHCOPHOW TYTOYXOCTH.

3. BoiieiuTh rpyIIIbl PUCKa MO HACJEICTBEHHBIM (POPMaM TYTOYXOCTH, IIPU KOTOPHIX HEOOXO/I1-
MO TeHeTUYeCcKOe UCCIe/JOBaHue.

4. PazpaboTaTh aJITOPUTM JIJIsT COTJIACOBAHHBIX JeMCTBUI HeoHaTO10r0B, JIOP-Bpaueii, cypaoJo-
TOB I TCHETUKOB B IIEJIAX HpO(l)I/IJIaKTI/IKI/I n paHHefI AMAarHOCTUKU HACJJIEeACTBECHHDBIX (l)OpM TYIroyxo-
CTH.

ITanueHThl ¥ METOABI HCCIe0Banus. B oTenenny peabunraiuu ciayxa r. Yensouncka ¢ 2008
o 2011 r. 6s110 06caenoBano 400 meTeil ¢ pa3JUYHOI CTEIIEHBIO TYTOYXOCTU B 1IEJISAX BbISBICHUS
HanboJIee pacIpoCTPAaHEHHBIX IPUYMH HAPYIIEeHUS CIyXa.

UccnenoBanme cayxa MpOBOIUIN C TOMOMIBIO CAETYIONNX METO/TUK.

Axymempus. ViccnenmoBanue ciiyxa TIpW TTOMOTIY TIETTOTHOW YW PAa3TOBOPHON peur TMO3BOJSET
MOJIYIUTh OPUEHTUPOBOYHBIE TAHHBIE O COCTOSTHUY cyxa. VccimenoBanne MPOBOININ B 3ByKOU30-
JIMPOBAHHOM TIOMETIEeHNH, JI7TnHA KoToporo 6 M. MccienoBanre HaUMHAIM ¢ MAaKCUMATBHOTO Pac-
CTOSTHUSI C TIOCTETTEHHBIM TIPUOJIMKEHUEM K 00CTIe[yeMOMY /IO TEX MOP, MTOKA OH He MOBTOPUT TIPO-
n3Hocumoe csoBo. CioBa MPU 3TOM MMPOU3HOCUINCH HA PE3EPBHOM BO3/IyXe MOCJ€e BbII0XA, BAXKHBIM
00CTOSATEILCTBOM SIBJISIETCS 3aryyliieHne Henuccesemayemoro yxa. [Ipu o6ereroBanu geteil crapiie 7
JIET MICTIOJIb30BAJU CIIEIIMATBHbBIE IETCKIE TAOIUIIBI.

Kamepmonanvivie npobot. Vicriop3oBaiu I/1st OIEHKNA COCTOSTHUS CIYX0BO# (pyHKIMM U audde-
PEHIUANTBLHON TuarHocTuku. Jate Bcero nmpuMeHsiin ombiTel Putne, Bebepa, Menepuun.

Ayouomempus. TlpoBoauiu ¢ 5 JieT B 3aBUCUMOCTH OT WHTEJJIEKTYAJIbHOTO Pa3BUTHST pebeHKa
B auarnazone yactot oT 125 10 8000 Ity mo Bo3mymHoit 1 ot 250 1o 8000 Ii1 mo KocTHOI TPOBOAM-
MOCTH.

Arycmuueckas umnedancomempusi. [loMoraeT OIleHUTh COCTOSTHUE CPEHETO YXa, & TAKIKE UCKJITIO-
YUTDH PETPOKOXJTEAPHYTO MATOJOTHIO.

Omoaxycmuuecxkas smuccus (OAI). 1lo3BosiseT onpenenTh QYHKIIMOHATBHOE COCTOSTHUE BO-
JIOCKOBBIX KJIETOK. B mccieoBannm ncnosib30BaHbl cieaytoniue Buabl: OAD Ha 9acToTe MPOIyKTa
nckaxkenns (OAIIIN) u sanep:xannasg BeizBanHasg OAI (3BOAI).

Ayouomempust no KOpOMKOIAMEHMHIM CIYXOBIM BbI36AHHLIM nomenyuaiam. Vicrmonbp3oBarach
HAMWU JIJIs] KOJIMYEeCTBEHHOM OIIeHKU COCTOSIHUS CJTyXa Y JIeTell B BO3PACTe JI0 D JIET, & TAK)Ke Y HEKOH-
TaKTHBIX JIETE.

Tenemuueckoe ob6cnedosanue. HelipoceHCOPHYIO HECHHAPOMAIBHYIO TYTOYXOCTh (MyTaIUI0 KOH-
HeKCcWHa-26) B TeHOMe uyesioBeka mpoBoansioch Metonom [P ¢ amnensb-cienuuaapivu mpatime-
pamu. MarepuajnioM /71T aHAIN3a CAYKUT TleTbHAs BEHO3HAST KPOBb, B35ITasd B OJHOPA30BYIO TIJa-
cTHKOBYI0 pooupky ¢ 200 Mk pactBopa antukoary/stara (0,05M pacrsop I/ITA). Boeigenenue
reromuoit /IHK denoBeka n3 jIeiKOIMTOB ETbHON KPOBU W TTOCTEAYIONIYIO aMIIJIM(UKAITUIO TPO-
BOIMJIN ¢ MicTiosib3oBaHneM peareHToB «/[HK-akcmpecc-kpoBb» 1 «SNP-akcmpece» B cooTBeTcTBIM
¢ mHCTpyKIMen. /leTekmio mpoayKTOB aMIIM(UKAIINN OCYIIECTBIISJIA METOIOM TOPU30HTAIBHOTO
anekTpodopesa.

PesyabraTel u 00cyskaenue. B obcaenosanuu npuHsaan yuacrtue 268 (67%) maipunkos u 132
(33%) neBouKH, JaHHBIE TIPECTaBIEHBI Ha puc. 1.

Bospact neteit, yaacTBOBaBIINX B MCCJIEI0OBAHNH, BapbupoBaJ oT 4 10 18 met (puc. 2).

Cpeau nanbosiee 4acThiX MpuunH Hapyienus (29,75%) cayxa sBisgercs naToaorus GepemMen-
HOCTH, KOTOpasi BKJIIOYAaeT B cebsi TOKCUKO3bI GepeMEHHOCTH, WH(EKIIMOHHBIE ¥ BUPYCHbIE 3200-
JIEBaHUS MaTepH BO BpeMs OePeMEHHOCTH, TsKesIast HHTPaHaTaJbHast THIOKCHUS Tiofa. [mybokast
HEJIOHOTIIEHHOCTH ¢ Maccoii Tesia MeHee 1500 1 u mocieyolee MpoBeieHre peaHuMaIMOHHBIX MEPO-
npusituii (VIBJI 6ostee 5 cyToOK) Tak:ke SIBUTUCH TIPUYMHAMY CHIZKEHUSI CTyXa Y JETE.
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. Puc. 1. Pacnpedenenue demeii no nony.
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Puc. 2. Pacnpedenenue demeii no gospacmy.
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Puc. 3. Pacnpedenenue demeii no smuonozui.

B xoze o6cieroBanus Gbiia BbIsiBIeHa OOJIbIas TPYIINa JeTell ¢ HapyIIeHneM cryxa, 00yCIoB-
JIeHHAsI BO3/lefiCTBIEM HacJsieIcTBeHHOTO dhakTopa (24%). Y 118 (29%) nereii B Xo/ie McceJOBaHUS
He yIaJoCh ONPeeJUTh SIBHON TPUYMHBI CHIDKEHHS CJIyXa, YTO KOCBEHHO YKa3bIBAaeT Ha HACJIE]I-
CTBEHHYIO IPUPOY Tyroyxoctu. [loyueHnble TaHHbBIE B 11€JIOM KOPPETUPYIOT C Pe3yJbTaTaMu pa-
Hee MPOBeIeHHbIX uccaenoBanuii [1, 5, 6]. CpaBHUTENBLHO HEOOJIBIION TIPOIIEHT JETEel ¢ TYTrOyXo-
CTBIO, KOTOpasi Oblyia BbI3BaHAa MH(MEKIIMOHHBIMU 3a00JIEBAHISIMU, YEPETHO-MO3TOBBIMI TPAaBMaMU
(13 1 0,5% cOOTBETCTBEHHO).

JlaHHbIe Ipe/icTaBIeHbI HA pUC. 3.

[TpenBapuTesnbHble PE3yTBTAThI TEHETUYECKUX WCCIEAOBAHWMIT TOKA3aJU BBICOKUIN TIPOIEHT
(39%) HacsecTBEHHO-00Y CIIOBJIEHHBIX (DOPM HAPYIIIEHUST CJIyXa, YTO TPEOYET [MaTbHENIIEro nayve-
HUSI.
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Y BOJIbHbIX PACCEAHHBIM CKJIEPO30M
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VESTIBULAR DISTURBANCES IN MULTIPLE SCLEROSIS
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B cmamuve paccmampusaemcs npobiema ouaznoCmuku 6ecmubyisaproll OUcOyYHKUUU demue unu-
supyrowezo zenesa y 6oavivix paccesnoim ckaepozom (PC). Obcaedosano 72 nayuenma ¢ ycmanos-
sennvim duaznozom PC. [pynny konmpons cocmasunu 18 30oposvix auy,. Beem nayuenmam npogedetivi
0MOHEBPOI0ZUUECKOE 00CNe008aHUE, PELUCTPALUL CROHMAHHOZ0 U IKCNEPUMEHMATILHOZ0 KAIOPpUYe-
CK020 HUCmazma memooom Komnviomepoul snexmponucmazmozpapuu (KIHT). Boissiennvie ocoben-
Hocmu 8ecmubyasaprvix napyuenuti npu PC noseonuiu coenramo 3axkiouenue o yeHmpaivHoM nopaxce-
HUU 8eCMUOYIAPHOZ0 AHAIUIAMOPA CYOMEHMOPUATLHO20 U CYNPATMEHMOPUATLHOZ0 YposHs. Ouazosoe
nopasicenue cmeoia 201061020 Mo3ea evianeno y 48 uz 72 6onvnoix PC u sieasemces snauumvim 6 Gop-
MUPOBAHUU BeCMUOYNAPHBIX HAPYUEHULL OCMUCTUHUSUPYIOULC20 2eHE3d.

Knrouesvie cnosa: paccesinnulii CKiepo3, KOMNbIOMEPHAsL JNEKMPOHUCAZMOZPADUS, Karopuye-
ckas npoba.

Bubauozpagpus: 10 ucmounuxos.

The problem of diagnostics of vestibular disturbances at patients with multiple sclerosis is investi-
gated in this scientific article. We have examined 72 patients with multiple sclerosis (MS). The group of
the control consisted 18 healthy person. All the patients have been examined on otoneurologic inspection,
electronystagmography (ENG), caloric tests, magnetic resonance imaging (MRI). The peculiarities of
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