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b (C — (opma cHMKEHHS (BIUIOTH JI0 YTPAThl) CIIyXa, TIPH
~JIM00 U3 Y4AaCTKOB 3BYKOBOCIIPHHMMAIOIIETO OT/IENIA CTYXOBOTO
€IIOCPE/ICTBEHHOI0 CEHCOPHOTO arnrapara YJIHTKH ¥ 3aKaHYHBas
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BPEMEHH BO3HHKHOBEHHUSI HAPYIIIEHHUS clyXa MOTYT OBITh BPOXKIEHHBIMH
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YET Ha OpraHu3M SMOpHOHA, T1J10/1a ¥ HOBOPOKIEHHOTO) |
 ¥ISMEHCHHS FCHOTHIIA SBJISAIOTCS IPUYUHON HapymeHui ciyxa y 70% netei

¥
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H M JIOPEUCBOH TYTOyXOCThIO, IipuyieM B 70-85% cirydaeB 5T0 HeCHHIPOMaIbHbIE
*€ 10U TC€HOB KOZIMPYIOT MEMOpaHHEIE, PETyJIATOPHbIE U CTPYKTYPHBIE OeTKH
O yXxa. MyTaluu B HUX IPUBOJST K HapyLIeHHIO paboTel oprana Kopru, 1,
), K nepudepudeckoit tyroyxocru. HanGoree acto BeTpeuarotest MyTarmy B
2. Camoit pacipoctparennoit B Llentpansrom i CeBepo-3anamnom pernonax Poccuu
1* 35delG, B 310pOBO# MOIyISIIMK YACTOTA €€ FeTEePO3UTOTHOrO HOCHTEILCTBA
FERaBIICT M% PacnipocTpaneHHOCTD AaHHOM (OPMEI BPOXKAEHHON TYTOYXOCTH B
CCHHCKOM Dezepaiuy cerojus coctasisier Gonee 50% cpem Beex AeTel, HMEIOIUX CTOMKOe
AByCTOPOHHEE Hapymenue ciyxa. ['en GJB2 xomupyer cunTe3 Genka KOHHEKCHHA 26, KOTOPBIH
4 SIBJISICTCS CTPYKTYPHOH CyOBEIMHUIIEH KOHHEKCHHOBBIX KaHAJIOB, OTBETCTBEHHBIX 32 FOMEOCTAa3
- uoHOB K+ B ysuTKe. Pe3ynbTaToM peliecCHBHBIX MyTalMii JaHHOTO TeHa SBIIACTCSA BPOXKICHHAS
~ JIBYCTOPOHHSAS HECHHAPOMaJIbHAsl CEHCOHEBPAIbHAS TYTOYXOCTh TSHKEJIOH CTEMEHH 1 IITyXOTa.
Panee Takue neTH COCTaBIISIIN IPYIITY HESICHOM 3THOJIOTHH, IOCKOIBKY Y GOJIBIIHHCTBA U3 HUX
HE OTATOIIEH CEMEWHBIM aHaMHE3 U OTCYTCTBYIOT Jipyrue (akTOpbl pUCKa MO TYTOYXOCTH.
K cunapomam, cogerannsiM ¢ BpoxxaeHHoH CHT, npexnae Bcero otHocsaT cunapom [lenapena
(ren SLC26A4), cunnpom Amepa IIA tuna (res USH2A), 6panxuo-0To-peHaTbHbIH CHHIPOM
(red EYALI), cunapom Baapaenbypra u nqpyrue. CaMmo#t 4acTol HeHacJeACTBEHHOH MPHYHHOM
BpoxaeHHor CHT Ha ceroHsIHNN J€Hb CYMTACTCS BPOXKICHHAS [IATOMETaJIOBHPYCHAas
nHbekuus (LIMBU), kotopast BbisiBiisgeTcs y 1% HOBOPOXKIEHHBIX B 001e momysiiuu u'y 25%
HenoHomeHHEIX. B 10% ciaydaes BpoxaenHo# [[MBU pa3suBaercs Hecnenupuyeckas
CUMIITOMATHKA, Y MOJIOBHHBI TAKUX JICTEH BBIABIIAIOT CEHCOHEBPAIBHYIO TYTOyXocTh. OHaKO
90% ciydaes BpoxkaenHoi [IMBU xapakrepusyercs O€CCHMITOMHEIM TEYEHHEM, 1acTOTa
pazsutus CHT B aroit rpynme cocrasiser 25%. B nonosune ciydaes CHT xapakrepusyercs
[IPOrPECCHPYIONIUM TEYEHUEM, C PABHOM BEPOSTHOCTBIO Pa3BUBACTCS IBYCTOPOHHEC HITH
OJJHOCTOPOHHEE HapyleHHe ciiyxa. Jlpyrue BHy TpUYyTPOOHbIE HH(EKIUH B HACTOSIIEE BPEMS
ropasJio pexe SBJIAIOTCS NMPHIYNHON BPOKIACHHBIX HapyIIeHHH ciryxa (KpacHyxa — yClemHas
MMMYHHM3ALHs, TOKCOMIa3MO3, CH(PHUITUC — CBOEBPEMEHHOE BBIABJICHHC H nedenue). Her
yGeIuTeIbHBIX JaHHBIX O POJIH IepIeTHYCCKOM HH}EKIMH B Pa3BUTHH BPOXKICHHOH TYrOyXOCTH
K 1atonoraueckuM COCTOSHHSM IIEPHHATATBHOrO NEepPUOa, OKa3plBaIOIINM HEraTHBHOC
BO3/IEHCTBHE HA CITYXOBYIO (DYHKIHIO HOBOPOXKAEHHOI0, OTHOCAT FHIIOKCHIO (oreHKa 1o mKase
Arnrap He 6os1ee 6 GaLIOB 32 5 MEHYT, HEOOXOIUMOCTD peCIUpaTOpHOMH MOUICPKKH, IPH3HAKH
nepeGpanbHoit umemun) [13], runepOHIHPYOHHEMHIO. Kak npaBuJ10, 9TH A€TH HAXOATCA HA
JIeYCHHH B OT/IEJICHHH PeaHUMAllHH H HHTEHCHBHOW Tepartii HOBOPOXK/ICHHBIX . Ocoboe
BHUMAHHE CTOUT YIEIATh COCTOSHHIO CIIyXOBOH (QYHKIHH y JeTei, poAHBIIHXCH paHBIFIIe Cpoka
(recTallMOHHBIN BO3pacT 32 He/le/IH ¥ MEHEe, OUeHb HH3Kas MCHEC 1500 r macca Tena.llo M;pe
pa3BUTHs HEAOHONIEHHOrO peOeHKa MPOHCXOIHT CO3PEBAHHE CJIYXOBBIX ITPOBOSAIIMX IIYTCH *
OaHaKo B CBsI3M ¢ 001Ie# HE3peJIOCThIO HEJOHOMIEHHOIO, MHOKECTBEHHOH CONYTCTBYIOIIC
[aToJIOruei ¥ JUIMTEJILHBIM [IEPHOI0M BhIXa)XXHBaHHS 4acTo peayIu3yOTCs [1aTOJIOTHYECCKHE
akTopsl, nepeuncieHnble Bbie K npuurHaMm npuobpererHoit CHT B 1€TCKOM BO3pacTe

Scanned by TapScanner



OTHOCITCHA MCHHHTHT, BHPYCHBEIC JICTCKHE HHEbEK]_[HH, [IPUMCHCHHEC OTOTOKCHYECCKHX [IpCIIapaTtosB

(QMHHOTTTHKO3M/IBI, THYPETHKH H JIP.), TPABMBI FOJIOBBI (II€PETIOM BUCOYHBIX KOCTEH/OCHOBAHHS
yeperna), HelpoJereHepaTHBHbIE 3a00JIeBaHUS

INHIAEMHOJI0OTHS 3200/ 1eBaAHNS

Bpoxzaennas CHT sBisietcs camoif wacToii BpoxaeHHOI ceHcopHoM naronoruei. Ha 1000
3AOPOBEIX HOBOPOX/ICHHBIX MPUXOAUTCS POXKIEHHE OJHOIO IITyXoro pebeHka, emie 2-3 pebeHka
TCPAIOT CIIYX HAa MEPBOM IOy )XKH3HH. B Momyisiiinu HOBOPOXKAEHHBIX, HYKIAIOIIUXCS B
WHTCHCHBHOH Tepanuy, 20-40 nereit na 1000 umeroT Hapymenus ciayxa. C Bo3pactoMm
PacnpoCTpaHEHHOCTh CTOMKHX HapyIIeHHH ciryxa y aertel yBenuuuBaercs 10 3-4 na 1000 . B
CTPYKTYpPe BPOXKICHHBIX HapyIIeHH ciryxa okoso 80-85% cocraBisioT ciyyan
CEHCDHEBp&{IBHOﬁ TYroyXocTH. JloJis IByCTOPOHHUX HAPYIIEHHH CIIyXa B CTPYKTYpe
BPOJKICHHOH CCHCOHEBPATIbHOH TyroyXocTH cocrabiseT 85-88%. Cinyuan npuobperennoit CHT
COCTaB/IAIOT THIIb 11-12% . ITo nannbiM Mun3ipaBa Poccuu, OCHOBAaHHBIX HA CTATHCTHYECKOMH
OTYETHOCTH 1O 00paIIaeMOCTH, PAaCIPOCTPAHEHHOCTE IBYCTOPOHHEH CEHCOHEBPAJILHOMH

TYroyxoctu cpeau aere B Bodpacte 0-14 et B 2017 roay coctasuia 140 ma 100 000 gerckoro
HACeJICHHS

Kinaccudpukanus 3adosieBanns

1. To crenenu TspkecTH (yCpeqHEHHBIH TOPOT CIBIIIAMOCTH BO3AYIIHOTO 3BYKOIIPOBEACHHS HA
gactorax 500, 1000, 2000 u 4000 I'ny):
[ crenens -26-40 nb;
[l crenens —41-55 ab:
IIT crenens — 56-70 nb:

IV crenens — 71-90 ab:

rnyxora — 91 nb u 6oee.

2. I'lo BpeMeHnH BOZHHKHOBEHHUS:

BPOX/ICHHAsl - pAaHHEE BBISIBJICHUE B PE3YJIbTATE ayAUOJIOTHYECKOTO CKPHHUHTA;

- OOHApyXEHHUE NMATOJIOTHYECKOr0 F€HOTHIIA HE3AaBUCUMO OT CPOKOB BBISIBIICHHUS

- 3aJIEPXKKa CIYXOPEYEBOro Pa3BUTHS H COMHHUTEIbHAS PEaKIHsl Ha 3BYKH C NEPBEIX MECSIICB
YKU3HH;

OTCPOYCHHAas

-HOPMAaJILHBIH CIIYX MO pe3yJibTaTaM OOBEKTUBHOM ayqHOJIOrHYECKOH THarHOCTHKH,
BBIITOJTHEHHOM B IT€PBBIE MECALLI JKH3HH B CBSI3H C BBISIBJICHHEM Ha 1-M 3Tane CKpHHHHTA, -
pe3ynsTar «IIpomen» Ha 1-M 3Tane U HalH4ue (HaKTOPOB PHCKA 10 TYTOYXOCTH, H3BECTHBIX
CBOMMH OTIAJIEHHBIMH IOCJIEICTBUSAMH; - pe3yabTaT «[Ipomen» Ha 1-M 3Tarne, OTCYTCTBHE
dakTOpOB pHCKa U YCTAaHOBJICHHBIX MIOCTHATAIBHBIX MPHYHH HAPYIICHHs CIIyXa;
npuoOpeTeHHast - BO3HHUKINAsA B pe3y/IbTaTe YCTAHOBJICHHOH IPUYHHEI C MOCIICAYIOIIHM
YXYAIIEHHEM PEaKIIMH Ha 3BYKH H PErpeccoM COOTBETCTBYIOIIHX BO3PACTY PEevCBLIX HABLIKOB
- BO3HHUKIIAS 110 HEU3BECTHOM NMPUYHUHE NIPH HATHYHH J10Ka3aTEIbCTB HMEBILICIOCH pPaHEE

HOPMAJIBLHOTO ClIyXa
3. Ilo xapakTepy TeueHHus: CTabUIbHAS; IPOrpeccHpyomas; GIIOKTYHpyIomas; ¢ yIyqmCHHEM.
4. TTo ocTpoTe 3aboneBanus: ocTpas (BHe3amHast) — 10 1 Mecsla OT Hayaia 3a00/1eBaHHs;
nomocTpas — 1-3 Mecsina ot Hayasa 3a60/eBanKs; XpoHHYecKas (cToikas) — boee 3 MmecsleB
MJTH OTCYTCTBHE aHAMHECTHYECKHX JaHHbIX O Havyase 3a00JieBaHH.

5. Tlo cpokam ped4eBOro pa3BHTHs: A0peyueBas (JOJMHIBalbHas); nocjaepeyenas
(MOCTIMHTBAJIbHAs )
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Kimnnyeckas kapruna 3aboneBanus

OCHOBHBIMH MPU3HAKAMH CEHCOHEBPAJILHON TYIOYXOCTH ABJIACTCA OTCYTCTBHE HIIH
COMHHTEIbHAs peakius pebeHKa Ha OKpYKarollHe 3BYKH U 3a/I€piKa 3TaroB pe4eBoro
pasBUTHS (MOSBICHHUS T'yJCHHS, JIENETa, IEPBLIX CJIOB, MPOCTHIX (pa3). [lis ceHcoHeBpaIbHOH
TYTOYXOCTH, Pa3BHBIIEHCS B [TOCIEPEUYEBOM TIEPHOJIE, XapaKTepeH pacnal pequ (OTCYTCTBHE
HOBBIX CJIOB, YXY/AIICHHE 3BYKOIIPOU3HOIIEHHS BILIOTH JIO TOJHOTO HCYE3HOBEHHE YCTHOH
peun). JletT crapiiero Bo3pacrta MOI'yT OTMEUATh CHIDKEHHE CITyXa, HapyleHHue pa3dopuYuBOCTH
peuH, mym B ymax. Cpeau JJaHHBIX aHaMHe3a 0c000€ BHUMAHHE CTOUT YEJIATh COCTOAHHIO
ciyxa y Omkaiimmx poACTBEHHHKOB, TEUEHHIO 0epeMEHHOCTH, FeCTAlMOHHOMY BO3pacTy Ha
MOMEHT POJIOB, OCOOCHHOCTSAM TEYEHHUs POJIOB, MAacCe TeJa IMPH POKICHUH, OLICHKH M0 MIKAJIE
Arrap, Te4eHHIO MEPUHATAIBHOTO NEePHOAa, HATHIHIO HH(PEKIIMOHHBIX H COMAaTHYECKHX
3a00J1eBaHui, JUCITAaHCEPHOMY HAOIIOICHUIO y IPYTHX CIIEHHATHCTOB. OH3HKaTBHOE
oOclieloBaHKE BKITIOYAET OTOCKOIHIO M OCMOTp Apyrux JIOP-opranoB i HCKIIOYEHHA
MaTOJOTHYECKUX COCTOSIHHH yXa, HOca U INIOTKH, HapyIIaloIIMuX BO3AYIIHOE 3BYKOIPOBEACHHE.
[Ipu OTOCKOIIMHM HAPYXKHBIH CITYXOBO#M MPOX0 CBOOOAHEIH, OapabaHHas MepernoHKa
[epjaaMyTpOBO-Cepasi, MaToOBas, OIMO3HABATE/IbHbIE 3HAKH YE€TKO KOHTYPHPYIOTCS.

JAnarsocruka 3abdoJieBanus

[Tepen HA9aIOM MPOBEICHHUS UCCIEIOBAHUS ClIyXa HEOOXOAMMO BBIINIOJHUTH OTOCKOIHIO.
Jlnarnoctuka CHT y zeteli paHHero Bo3pacta OCHOBaHA Ha pe3yJibTaTaX O0BEKTHBHBIX METO/10B
ayIHOJIOrHYECKOro 06C/IeI0BaHus — perucTpaniy pa3mndansix knaccos OAD, KCBII, ASSR-
TecTa, aKyCTHYECKOH MMIIeJaHCOMETPHH, a TAKXKE OLICHKE MOBEJCHIECKHX PeaKuuii peOeHKa Ha
HepeYyeBBIE M PeYEBBIe aKyCTHUECKHE CTUMYJIBL. Y JIETeH CTapIlero JOMIKOIbHOIO H MIKOJBHOIO
BO3pAacTa COCTOSIHHE CIIYXOBOM (YHKIIMH TAK)Ke OLEHHBAIOT 110 pe3y/ibTaTaM TOHAIbHOH
[TOPOTOBOH ayIMOMETPHH, HAITOPOTOBEIX TECTOB, PE4UeBOi ayrnoMeTpuH. KpuTepuH
yCTAHOBJICHHS CEHCOHEBPAIBHOM TYTrOYXOCTH y IETCH: BBIABJICHHE B PE3y/IbTATe
YHHBEPCATLHOTO ayAHOJIOrHYECKOr0 CKPHHHHIa HOBOPOXK/IEHHBIX, AHAMHECTHYCCKHE TAHHBIC O
MOBeJIEHYECKOH peakiuy peOeHKa Ha 3BYKH, 0COOCHHOCTH pPEYeBOro pasBHTHI, )Kasio0bl Ha
CHIDKEHHE CIIyXa; OTOCKOIMYECKasl KapTHHA; TAMIIAHOTpaMMa THIIa A, TOBBINICHHE IIOPOTOB
BH3YaJIbHOM JIETEKIMH i H3MEHEHHE MOP(OIOrHH ITHKOB KCBII (peructpauus MITY npu
ANSD), nOBEIIIEHHE TTOPOTOB BU3YaTbHOH JCTEKIIHH 10 JaHHBIM ASSR-tecTa, OTCYTCTBHE
peructpanuu OAD (Bo3MOXKHA peruCcTparug OAD npu ANSD); NOBBIILIEHHE IOPOrOB
CITBIIIMMOCTH 10 THITY HapyIIEHUs 3ByKOBOCTIpHsATHS. [IporpaMma yHHBEPCAILHOIO
ayMOJIOTHYECKOr0 CKPHHHHIa HOBOPOJK/ICHHBIX U nereii 1-ro roja xu3Hu C LEeIbl0 paHHEro
BpIsIBIIeHHs BposkaeHHo# CHT peKoMeHI0BaHO [IPOBEACHHE ayIHOIOTHYECKOrO CKpHHMHTA
BCeM HOBOPOYKICHHBIM B MEPBbIE JHH JKH3HH. 30JI0TEIM PEKOMEHAOBAHHBIM CTAHAAPTOM
gapisieTca: CKPHHHHTOBOE HCCIIEJOBAHHE CITyXa y BCeX HOBOPOXKACHHEIX B BO3pAcTe 0 1
mecsina; [ToarBepkaaronas ay InoJiornueckas InarioCTHKa neTei, BhISBIEHHBIX
ay/IMOJIOTHYECKHM CKPUHHHIOM, B BO3pacTe 10 3 mecsieB:; C 1enp0 paHHeH JHarHOCTHKH H
HAYAsa BRIMTOTHEHHS WHINBHIYATEHON IIPOrpaMMbl pea0HTHTAlHH ACTAM C MOATBEPXKACHHOH
TYrOoyXOCTBIO B Bo3pacte 10 6 mecsiue. B Poccnu nporpamMma YHHBEPCAJIBHOIO
ay/IMOJIOrHYEeCKOro CKpUHHHIa HOBOPOX/ICHHBIX H netei 1-ro roja JKH3HH pearn3yeTcs C 2008
roja Ha rocyapcTBeHHoOM ypoBHe. [IpoTOKOJ mporpaMMel IPEAMHCEIBACT Ha 1-M 3Tane
MpOBE/IEHHE BCeM HOBOPOXKACHHBIM PErHCTPALHIO OAD Ha 3-4-e CYTKH )XH3HH B POJH/IBHOM
JIOMe, HeJIOHOIMIEHHBIM JeTsiM peructpaunio OAD npoBOAsT B CPOKH OT 14 nueii no 1 mecsina. B
clTydae OTCYTCTBHS YETKOIO OTBETA HA OZIHO HJIH ob6a yxa peGeHKy IPOBOJAT [MOBTOPHYIO
peructpaiuio OAD B NOJMKIHHAKE B 1 MECHIL, a TAKIKE BCEM JCTAM, € [10103pEHHEM Ha
CHIDKEHHeE ciIyXa, HMerolHe GaKkTopbl pHcKa 10 pa3BHTHIO TYTOYXOCTH Ha npueMe y Bpata-
CYp/I0JIOTra0TOPHHOIAPHHTOJIOra. TaKKe B MOJTHKIHHUKE NPOXOT 1-# 2Tan CKpHHHHTA JACTH, ¥
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OPLIX B OOMEHHON KapTe HeT OTMETKH O NPOBEICHUH AYJHONOIHYECKOr0 CKPHHUHTA, U JIETH,
VCHHKIE BHE POAOBCIOMOraTe/IbHOrO yupexienus. 110 pesyibraraM TeCTHpOBaHUS B

9 JIHHMKE JIETH € OTCYTCTBHEM HETKOIO OTBETA HA OJHO WM 00a yxa HanpasisioTes Ha 2-i

HEHTPLI peabminTamuu ciryxa Uist IIPOBEACHHS, PACIIHPEHHOTO ayANOIOTHYECKOTro
MCICAOBARMS B BO3pacTe J10 3 Mecsiues. Takke Ha 2-M stane J0JDKHBI ObITh 06C/IE10BaHBI 1ETH
JAKTOPAMH PHCKA 110 TYTOYXOCTH BHE 3aBUCHMOCTH OT pe3yabTaToB |-ro srana. Beem getsM,
CHIOJOIPEHHEM HA CHIDKCHIE CITyXa, UMeIoNHe (aKTOPbl PHCKA 110 PA3BUTHIO TYTOYXOCTH,
- OCODEHHO JICTHM HAXO/MBIIMMCH B nataTax HHTEHCHBHOM Tepanun 6oiee 48 yacos,
- PEKOMEIULYCTCS Ay IHONOrHYeCKHit CKPUHUHT, OcHOBaHHLI Ha peructparmn KCBIT ¢ uessio
- HMCKIHOMCHHA BEPOSTHOCTH HE TOJIBKO CEHCOHEBPAILHOM TYrOyXoCTH, HO U 3a60ieBaHM i
CHEKTPa ayJHTOPHEIX HeHpornaTuit . HeoOxommo nanpasiienne Ha ayimosIorHyeckoe
obee/IoBaNKE HE3ABHCHMO OT Pe3y/IbTaTOB 1-ro HTana CKPUHUHIA AETEH CO CIeAYIONIMMH
(haxTopamu pucka 1o Tyroyxocty u ryxore: Hammuue 6mokaiimmx POJICTBEHHHUKOB, UMEIOLINX
HapyleHus ciyxa ¢ jerersa; CHHAPOMBI, ACCOIMMPOBAHHBIE C HAPYIICHHEM cliyXa; YeocTHO-
JIMIICBBIC AHOMAIHH (M30JIMPOBAHHON paciiembl Bepxue ryoel); Buyrpuyrpobubie MH(pEeKIIHH
(LIMBH, kpacnyxa, Tokcommasmos, cudunc); IpeGuisanue B oTae1eHUH peaHuMalHHU 1
HHTEHCHBHOH Tepanun HoBopoxkAeHHbIX 6oiee 48 vacos; HeponomenHocTs 32 Hee I 1 MeHee
HJIH O¥CHb Hu3Kas Macca Tesa (menee 1500 r) npu poxaennn; Tsokenas runep6umpybuneMus
(Gosiee 340 MKMOIIL/JI y 3J10POBBIX HOBOPOK/ICHHBIX, C OMPABKON HA HEAOHOMEHHOCTD.
TpeOyIONIas 3aMECTHTEIILHOTO TIepe/IMBAHMs KPoBH); TKEI0e rHIOKCHYECKH -
HILIEMHYECKOS/ TEMOPPArH4ecKoe NopaKeHHe HeHTPaIbHON HepBHO# cuctemsl (L[HC);
I Ipumenenue 0ToTokCHUeCKnX npenapartos. Bee pojuTesu 10mKHbT OIyYaTh IMTHCBMEHHYIO
MH(POPMALIHIO O KIIOYEBBIX HTANax pa3BUTHs CIIyXa, Ppedy M A3bIKa, a TakkKe HHPOPMALHIO O
(paxTOpax pucKa pasBUTHS IPOrpecCHPYIOLIEH HIH OTCPOYEHHON TyroyxocTH. B ciyqae
BO3HHKHOBEHHS BOIIPOCOB O PA3BUTHH CITyXa, pe4H WJIM si3bika peberka Ha 1o60M atarne oH
JIOJDKEH OBITH HAIPaBJIeH Ha COOTBETCTBYIONIEE BO3PACTY MCCIIE0OBAHME ClTyXa

JlaGoparopubie IHArHOCTHYECKHE HCCJICOBAHUSA

Pexomenyercst MOJIEKYJISpHO-reHeTHYeCKoe HeeienoBanne myranuu B rene GJB2 (35delG)
(HEHpOCEHCOpHAas TYTOYXOCTh) B KPOBH BCEM JICTAM C HECHHApoMallbHOM aByctoponHei CHT
MOOOH CTEneHu JUIs NMOATBEPIKACHUS HITH MCKIIIOYEHHS HACJIEACTBEHHOrO Xapakrepa
3a00J1eBaHMs . Y JIeTeH ¢ ABYMs PeLeCCUBHBIMU MyTauusMu B reve GJB2 npu orcyTeTBUM
BOCHAJIMTEIILHBIX U3MEHECHUH B CPEJIHEM yX€ MOXKHO HE OXKHMATh BOCCTAHOBJICHHS CITYXa,
MOPOIH CHABIIMMOCTH Kak IpaBuiio ctabuipHbl. PanHee Havano peabuyMranuu odbecrnevynBaer
XOPOLIHE pe3ybTaThl pH coOMOACHHH BCeX YCIOBUNH. PeKoMeHIyeTcsi MOJIeKY /IS pHO-
GHOJIOrHYecKoe uecheoBanne Kposy Ha uuroMeranosupyc (Cytomegalovirus) B
GHOJIOrHUECKOM MaTepralie (MATHAX KPOBH), MOJIYYEHHOM Ul HEOHATAIBHOrO OHOXHMHUYECKOTO
CKPHHHUHTA, JCTSM C JBYCTOPOHHEH HWIIM OJTHOCTOPOHHEH CEHCOHEBPAILHOH TYTOYXOCThIO:
sposxiennas [IMBHU sisasiercst camoit 4acToif NpuanHOM HEHACICACTBEHHOM TYyroyxocTu. B
CBSI3M ¢ BBICOKO#H yacToToi 6GeccuMnToMHON (popmel 3ab0ieBaHus U BEPOSITHOCTBIO Pa3BUTHA
OTCPOUEHHOl TyroyxocTn Heobxoauma Bepudukanus akra BHYTpHyTPOOHOrO
HHpUUHpPOBAHHS.

HucrpymenTajibible AHANHOCTHYECKHE HCC/Ie/I0BAHHS

PekoMEeH/1yeTCst IPOBE/ICHHE aY/IMOJIOTHYECKOro CKPHHUHIA, OCHOBAHHOIO Ha peruCTparny
OAD, BceM HOBOPOXKICHHBIM I1E€PE/L BBITHCKON U3 POAMJIBHOIO IOMa HJIH B [TOJIHKJTHHHKE B CPOK
10 1 Mecsiia JKH3HM, & TAKXKE Ha [IPHEME Y paya-CypoJIora0TOpHHOIApUHI0JI0Ta.
PEKOMEH/LYETCS IPOBEJICHHE Y IHOJIOIMHYECKOro CKPUMHHHTA JACTAM, Y KOTOPBIX OTCYTCTBYIOT
JAHHBIC O IO NMPOBEICHHH, B BO3pacTe 10 3 Mecsies xku3nu. [1pn oGpamenun B 6ojiee no3anne
CPOKM B CBA3H COMHMTEILHON peakumeli pebeHka Ha 3ByKH PEKOMEHJLYETCs HAIIPaBJICHHE Ha ;
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[TOTHOC ay1HOIOruYeckoe 06c/IeJ0BaHKE B LEHTp peadHIIHTALlUK CITyXa. Pexomenayercs

[TPOBEICHUE ayAHOJIOTHYECKOTO CKPHUHHHTA, OCHOBaHHOTO Ha peructpanuu KCBIT, Bcem
HOBOPOXACHHBIM C TI0OI03PEHHEM HA CHIYKEHHE CITyXa, HMCIOIIHe (PaKTOPBI PHCKA 110 Pa3BHTHIO
TYTOYXOCTH, 0OCOOCHHO HAXOAMBIIMMCS B OTAEICHIH PCAHHUMAIIMHY H HHTEHCHBHOM Teparnuu
Oonee 48 yacos, nepex BHIMHCKO A MCIIUIINHCKOTO YIPEKACHHUS WK B MOJMKIHHUKE [TOCITE
SBIITHCKH: B TaHHOH MOMYJIALMH HOBOPOK/ICHHBIX BBICOKHH pUCK pasBuTus ANSD, npu
ROTOPBIX ayMOIOrHY€ECKHH CKPHHHHT, OCHOBAHHLIH Ha peructpauun OAD, HeahdexTHBeH.
Pexkomennyercs Hampasnenue nereif c (haxTOpamu pucka 110 TYTOYXOCTH Ha IMOJHOE
dYAHOJIornYeckoe 06cIeI0BaHNE BHE 3aBHCHMOCTH OT PE3yIbTATOB ayAHOJIOrHYECKOro
CKPHHHHTA . B IONYJISIHMH HOBOPOIXKIEHHBIX BEICOKOIO PHCKa BEPOATHO pa3BHTHE OTCPOYCHHOM
HJTH IIPOTPECCHPYIOIIEH TYTOYXOCTH. PexoMenyetcs nposenenue peructpauuu KCBII, ASSR-
TECTa ICTAM, BBIABICHHBIM Ha 1-M 3Tame YHHBEPCAILHOTO ayAMOJIOTHIECKOTO CKPUHUHTA

[IETIKAMH W/HITH BRICOKOYACTOTHBIMM TOHAJILHEIMM oceuikamu (2000-4000 ). [Toporw
AOJIKHEI OTIPECTIATECS IAaroM He 6osee 10 nb. [enecoobpasuo nposenenne anammsa
Mopdonoran KCBII, a Taxke onenky a0COJIOTHBIX H MEKITHKOBBIX JIATEHTHEIX nepuoaos (JII)
B OTBET Ha BBICOKHE YPOBHH CTUMYJIAIMHA. Ha BEICOKMX YPOBHSX CTUMYJIALIUA
BO3AYIIHOMPOBEACHHBIX MIHPOKOIOIOCHBIX CTHMYJIOB (IIIEJTYKOB) eaecoobpasno
HCTIOIE30BAHHE ITPOTHBOIONOXKHEIX MOIIPHOCTEH CTUMYJIAIAA ¥ 3aITUCh KPHBEIX B Pa3IHYHbIe
CEIMCHTEI IaMSTH C LEJIBIO ONITUMH3ALHAH PETHCTpallid MUKPO(QOHHOTO MOTEHIHATA. DTo
HO3BOJCT IHarHOCTUPOBATh ayAMTOPHEIE HEHPONATHH HTH APYTHE (QOPMEI IATOIOTHH
CTYXOBBIX POBOAAMIKX IMyTeH. C HeNbo HCKITIOYeHHS HAIOKEHHS apTedakTta CTUMyJa Ha
MHKPO(OHHEIN MOTEHIIHAT PCKOMCHIYCTCsl UCIIOJIb30BAHUE BHYTPHYILIHEIX TeJIe()OHOB.
Ilomydgenne mo Bo3MOXKHOCTH MakCHUMATBHOI JacToTHOCHeUHpuaHOH nHpopmaunu (ASSR wim
Chirp-ToHOB) uMeeT npakTHyeckoe IPHIMCHCHHUC B CIIyxXonpoTe3npoBanuy. Kak MuHHMYyM,
ACHOJIHUTETBHO K IETYKY HJIH BEICOKOYAaCTOTHOMY CTHMYITy pEKOMEHIYETCS IPOBOIUTE
peructpanuio KCBII na wacrorax 1000 'y i 500 I, Pexomennyercs uccnenosanue
BBI3BAHHOH OTOAKyCTHYECKOM SMHUCCHH HITH MCCIICIOBAHUE OTOAKyCTHYECKOH SMHCCHH Ha
HaCTOTE NPOYKTA UCKAKECHHUS C LENIBIO OLCHKH (DYHKIHH VIHTKH JCTSM, HE IPOIIE UM
[ICPBBIM 3TAll ayJAHOJIOrHYECKOr0 CKPHHUHTA HOBOPOXICHHBIX: C LEJIBIO MOJYYEHHS Boee
dacToTHOCHENMPUYHON HHpopManuu peructpanuio OAD CJIEAYET IIPOBOJIHTL B TOM YHCJIE H
ITpH HOpMalIbHBIX moporax KCBII, saperucTpupoBaHHbIX NPH CTHMYIISIIHH e TIKAMH.
PekoMmenayercs nmpoBenenue UMIICIAHCOMETPUH (THMIIAHOMETPHH H aKyCTHYECKO#
pediekcoMeTpHH) ¢ 1eBIo aHAM3a COCTOSHHS CTPYKTYP CPEIHETO ¥ BHYTPEHHEI0 yXa JeTsM,
MPOXOAAIIHMM 00ciIeloBaHHE Y Bpada-Cyp/0J10ra-oTOpHHOJIAPUHIOJIOra . Y IeTei B BO3pacTe 10
6 Mec. Haubosee KOpPpPeKTHOI HMIICIaHCOMETPUYIECKON METOIUKOH MOXKHO paccMaTpHBaTh
THMITAHOMETPHIO € 4acTOTOH 30HAMpYyromero Tora 1000 I, PexomeHiyeTcs npoBeicHHe
MOBEACHYECKOH ayITHOMETPUH JIETSIM B BO3PACTE OT 4 MeCSIEB 0 3 JIeT C LebIo PaHHEro
BBIABJICHUSA TyrOyXOCTH, a TaKiKe HHBIX PACCTPONCTB CiTyXa: ONpe/iesIsIeTCs] HAJIMYHE peaKlHH
peOeHKa Ha 3ByKH, HAYMHas C HHTEHCHBHOCTH 30 ab ulIC, npeassaBiasemeie yepes
'POMKOrOBOPHTE/IH, paCroOIOKEHHBIE ¢ 00eHX CTOPOH OT pebenka. JJaHHAS METOIHKA MOXKET
ObITE MpUMeHEHa y JeTell B Bo3pacTe crapiue 4-6 MECSLIEB, XOTS IPH MOJIO3PEHHH HA CHHIKEHHE
C/IyXa OHa MOKET pacCMaTpUBATLCS H y JIeTelt MeHbIero Bo3pacra. Tak kak y peberka
MCTIOIB3YIOTCA HE TENEOHDI, @ CTUMYJISLIUS Yepe3 rPOMKOrOBOPHTENH, ONpe/e/eMblil OTBET
COOTBETCTBYET JiyHIlle cabluaieMy yxy. Pekomeniyercs npoBeicHue ayIHOMETPHH C
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BH3yalIbHBIM MOJKPEIUICHHEM JIETAM B BO3pacTe OT 6 MECHIEB 10 3 JIeT ¢ Heabio paHHEero
BBISABJICHHSA TYTOYXOCTH, @ TAKXK€ HHBIX PACCTPOMCTB CiiyXa ,pebeHOK YCakKHBACTCH BMECTE C
POZHTEIIEM B 3BYKO3arTyIEHHOH KaMepe TakuM 06pa3oM, 4To6bl FPOMKOTOBOPHTENH ObTH
PacTOIOKEHBI ¢ 00eHX CTOpoH 0T pebenka. CBepXy WM CHH3Y OT AHHAMHKOB pacrojiararoTcs
MCXAHHYIECKHE HIPYIIKH, KOTOPBIE MOTYT JABHTaThCs HJIH CBETHTHCSH (MHOIIA BMECTO UIPYILKH
cOOKY OT McclieryeMbIM pacnosiaraercs MOHHTOP, Ha KOTOPOM CMEHSAIOTCH KapTHHKH). B
CBOOOZIHOM 3BYKOBOM IOJIE MOAAETCS 4aCTOTHO-MOAYJIHPOBAHHBIN («Tpeb») TOH 4aCcTOTOM
1000 ' uaTeHCHBHOCTEBIO 50 AB HIIC H, €C/TH peOEeHOK I10BOPAYUBAETCH B CTOPOHY AHHAMHKA.
TPHBOIATCA B ACHCTBHE MIPYIKH. Ecin ske peGenok He obpamaer BHUMAHUS HA JAHHAMHKH,
MHTCHCHBHOCTD MOBBIIIACTCS 10 TEX MOP, MOKa He GyaeT MOJTy4eHa peakuus pebeHka.
HeobxomumMo no6utses TOro, 4To0BI pebeHOK 00Be THHA BOCITPHATHE 3BYKa C HAYAJIOM
ABHKEHUS (MITH 3QKHTaHHEM) UTPYILEK HIIH KapTHHOK. MccnenoBanne noBropsercs Ha
qactotax 2000, 4000, 500 u 250 I'u. MeTomuka OMPEAC/ICHUS TTOpPOTra CIABIIIHMOCTH
COOTBETCTBYCT METOIMKE, UCTIONIB3YEMO# NIPH TPAIHIIMOHHOMN aynuoMmetpuu. Eciu npu
oOcnenoBanuu pebeHKa MOKHO HCIOJIB30BATE TeNe()OHBI, TO IIOPOTH U3MEPSIOTCA Ul KAXKI0TO
yXa, €CITH K€ HET (T. €. HCCIIeIOBaHKE MTPOBEACHO B CBOGOIHOM 3BYKOBOM T10JI€) — MOJIYYEHHBIE
PE3YJIPTAThI CIICAYCT CYMTATh OTBETOM OT JIy9Ille CIBIIIAIIErO YXa. Pekomennyercs nposenenue
UTPOBOH ayTHOMETPHHU JETSM B BO3PACTE OT 2 10 5 JIeT ¢ LICJIBIO PAaHHETO BBISBIICHUSA
1YTOYXOCTH, a TaKK€ HHBIX PaCCTPOHCTB: peGeHKa HHCTPYKTHPYIOT HAAeTh KOJIbIIO Ha CTEPKEHB
[THPAMHJIKH WJIH NPOM3BECTH APYTHE aHAJIOTHYHBIE NEHCTBHS C UTPYIIKOH, KOT/1a OH YCI/IBIIIAT
3BYK. MccnenoBanme naunnaercs ¢ wactorsr 1000 T I1 Ha HHTEHCHBHOCTAX Mexay 30 u 40 b
HIIC. Mertoayka onpenenenus [Opora CJIBIITUMOCTH COOTBETCTBYET METOAHKE, HCIIOIb3YEeMOii
[TpH TPaIHIHOHHOH ayaunoMeTpun. [Toporu onpenensitores Ha wacTotax 250-4000 [0 s
K&XZI0T0 yXxa. PekoMeHayeTcst mpoBeieHHe pedeBoit aAyTHOMETPHH B HIPOBO# hopMme aeTsM B
BO3pacTe OT 2 10 7 JIeT C NeJIbI0 PAHHErO BLISBICHUS TYTOYXOCTH pa3/InYHOM CTENEHHU: pebeHKa
HHCTPYKTHPYIOT ITOKa3aTh KAPTHHKY Ha JOCKe, KOT/1a OH YCIIBIIIUT B HAYIIHHKAaX Mpock0y
IOKa3aTe Ty HJIK HHYIO KapTHHKY Ha JOCKe ¢ KapTuHKaMu. CJI0Ba MOAal0TCs B MpaBbIi, JICBBIH
HAYIIHUK M B 002 HayIIHHKA OHOBPEMEHHO C HHCXOSIIEH HHTeHCHBHOCTEIO peYH 10
MOPOrOBBIX 3HAYCHHH pa30opYuBOCTH. Eciu cioBa monaroTes B 06a yXa OTHOBPEMEHHO, TO
MOTy4EHHBIH Pe3yJIbTaT CIEAYET CIATATh OTBETOM OT JIyHIIE CIIBIIIAIIEro yxa. [leTsM, KoTopEie
OOSITCS HAYNTHHUKOB, HCCIIEI0BAHHE MOXKHO IPOBOIUTE B CBOGOIHOM 3BYKOBOM I10JI€.
[Tomy4geHHBI pe3yIbTaT TakKe CYUTAETCS OTBETOM OT JTyd9Ille CIIBIIIAIIEro yxa.

WMHbIE THarHOCTHYECKHE UCCIIeIOBAHUS

PexoMeH/1yeTcs nanueHTaM ¢ BBISBJIEHHOH TYTOYXOCTBIO HESICHOM STHONOTHEH |
O/THOCTOPOHHEH TYrOyXOCThbIO IPOBE/ICHHE KOMIBIOTepHOH ToMorpaduu (KT) BHCOYHBIX
KOCTEH /Ul HCKITFOYEHHs aHOMAJIHIT pa3BUTHs BHYTPEHHETO yXa H BHYTPEHHETrO CIIYXOBOI0
POX0/1a ¥ OCCHHUKALHMH TaGUPHHTA BHYTPEHHETO yXa, H 110 MOKa3aHHIM IPOBE/ICHHE
MarouTHO-pe30HaHCHOH ToMorpaguu (MPT) ronoBHoro Mo3sra 1 BHYTpPEHHEro yxa — JUis
MCKJIIOYCHHS THIIO/aruiasuy ¥ 00beMHBIX 00pa3oBaHuii CIIyXoBOro Hepsa, hubpo3Hoii
OOMTepalliK ¥ JIMKBOPHBIX CBHIIEH TaGHPHHTA, H NOPaKEHHI LIEHTPAIBHBIX OTAE/IOB
CITyXOBOTI'O aHaJIM3aTOPa.METO/Ibl TPEXMEPHOH BH3YaIH3aAIHH ABJISIOTCS OCHOBHBIMH B
AMArHOCTHKE MTOPOKOB Pa3sBUTHS CIIyXOBOIO aHAIIM3aTOpa, Tpedyromx 0coboi nporpaMMal
peabuIuTaIHuH.

Jleuenue

Pexomenayercs HasHaueHHE ITIOKOKOPTHKOM/I0B CHCTEMHO HJIH HHTPATHMIIAHAIBHO TIPH
niedeHuyn octpoi CHT y nereii: roKOKOPTHKOMIBI OKa3bIBAIOT YHHBEPCATBHOE
TepanesTHYeckoe aercTBre npu octpod CHT He3aBucuMO OT 3THONMOrHK. Pekomenayercs
Ha3HaveHue npH nedeHHH ocTpor CHT y nerteit cpencts, yaydmammux MUKPOLHPKYJISLHIO U
PEOJIOrHYECKHE CBOHCTBA KPOBH, IPOYHX NpenapaToB UIs JiedeHus 3a00/1eBaHHi HepBHOMH
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CUCTEMBbI (AHTHOKCH/IAHTOB, AHTHI'MITOKCAHTOB: TPAAMIIMOHHO 3TH Mpenaparbl BXOAAT B CXEMBI
JICYEHHS] IIPH OCTPOH CEHCOHEBPAIBLHON TYIOYXOCTH Yy JI€TEH, OJJHAKO UX NIPUMEHEHHE HE
yOCAUTEIBHO C MO3UIIHN JIOKA3aTEIbHON MEIUIIMHBI.

XHpPYpPruveckoe JieyeHue

PekoMeHyeTcst mpoBeiIeHne oneparum kKoxsieapHoi umruiantauuu (K1) neram co crofikoi
(xporuueckoit) CHT IV-ii crenenn unm riyxoToi

: B HacTosimiee BpeMs eTMHCTBEHHBIM 3()(DEKTHBHBIM METOOM peabuIMTALIMH MAIIMEHTOB,
CTpaalonIuX CCHCOHEBPAJILHOM TYTOYXOCTBIO BEICOKOU CTENEHH H IJIYXOTOH, ABJIAECTCA
KOXJICapHas MMIIIAaHTALMs], KOTOpas Ipe/ICTaBiIsgeT COO0N KOMIUIEKC MEPOTIPUATHH
ayAHOJIOTHYECKOro, CypaONeaarorn4eckoro, CUX0J0rH4eCKOro U XUpypruyeckoro xapakrepa,
HAITPaBJICHHBIX Ha IOJTHOE WK YaCTHYHOE BOCCTAHOB/ICHUE HAPYIICHHBIX H/HJIH KOMIIEHCALIHIO
yTPa4eHHBIX QYHKIHMH nepudepHIecKoif YacTH CIIyXOBOTO aHAIM3aTOPa — YIUTKH,
[IO/UICPKaHKE HITH (POPMUPOBAHHE CITyXOPEUeBOM (YHKIMH, IIPEAYTIPEKICHAE U CHUKEHHE
CTCIICHH BO3MOXXHOH HHBAIUIAHOCTH, YIy4IIEHHE KaYeCTBA )KU3HH, COXpAHEHHE
pabOTOCTIOCOOHOCTH NMAIMEHTA H €r0 COLMANBHYIO HHTErPALHIO B OOIIECTBO dlpuopurer B
OKa3aHWH TaHHOT'O BH/IA MOMOILIM IIPEIOCTABIISETCS AETIM paHHEro BO3pacTa 0 3 JieT.
[IpoBenenne koxseapHoOl UMIUTAHTALIMM JIMLAM crapiie 3 JIeT IpU OTCYTCTBHH Pa3BUTHUA
CTYXOPEYEBLIX HABBIKOB BO3MOXKHO HCKIIIOYMTEIBHO Ha OCHOBAHUH PEHICHHs BpadyeOHO
KOMHMCCHH LICHTPA, BBIMOIHAIOMIEr0 XUPYPrHYECKOE JIEYEHUE ¢ 00S3aTEIbHBIM
KOHCYJIbTHPOBAHHEM M OLICHKOH IEPCIEKTHBHOCTH PA3BUTHS HABBIKOB CJIyXa H pedH
BpatioMCYpA0JIOroM-0TOPHHOJIAPHHT0JIONOM H BpadeOHoO-Tearornyeckoe Habmoaenne. Bonpoc
0 noxasanusax Uit KU pemaercs nocie HCnonb30BaHus GMHAYPATBHEIX CIIyXOBBIX alIapaToB B
Te4eHHE 3-6 MecALEB U OTCYTCTBHHU 3 (eKTa OT CIIyXONpOTe3uPOBAHHUS 110 JAHHBIM
3AKIIIOYCHHS CypAONEeIarora4eCKOH KOMHUCCHHU LIEHTPA, KOTOPBIN IPOBOAUT XHPYPrHYECKOe
JICICHHUE, a TaKXKe [IPH HATHYMH MOTHBALIMH y CeMbH. JleTn ¢ IByCTOPOHHE#H CeHCOHEBpaILHOIN
TYroyXxocTbio IV crenenu uim riryXoToi ¢ moATBEpKACHHON HAC/IeNCTBEHHOMH TYTOYXOCTBIO
(MyTaunu B rese GJB2 u npyrux renax) Moryt ObITh HanpasieHst Ha KU, MUHYS 3Tall
CIIyXONPOTE3UPOBaHHUs. I apaHTHii CPOK HA BHYTPEHHIOIO YaCTh CHCTEMBI KOXJICApHOH
HMILTaHTalMK (MMIUIAHT) J0JDKEH ObITh He MeHee 10 JieT, a Ha BHENIHIOK YacTh (peYeBoit
ITPOLIECCOp) HE MEHee S JIeT.

[lokazanus juis mpoBeeHHs KOXJIEApHOM UMILIaHTAIMU: X pOHHYecKast ABYCTOPOHHSAS
CECHCOHEBpaJIbHasA TYroyxocts IV crenens ¢ noporamu ciryxa 80 nb u 6onee no panusmv KCBIT.
XpOHHYECKas JIBYCTOPOHHS CEHCOHEBPAIbHAs TYTOyXocTh IV cTenen: co cpexHuMu MoporaMH
CJryXa 1o ocHOBHbIM 4Yactotam (500, 1000, 2000, 4000 I'u) ¢ moporamu ciyxa 80 1B u 6onee nmo
JaHHBIM ASSR-TecTa JUIs IeTei U 1Mo JaHHBIM TOHAILHOM ITOPOrOBOH Ay THOMETPUH U
B3poCJibIX. [loporu ciryxoBoro Bocnpustést B CBOGOAHOM 3BYKOBOM I0JIE NIPH HCIOIB30BAHHH
ONTUMAJIHO MOJOOPAHHBIX CIIYXOBBIX anmnaparoB (OHHAYpaIBHOE CIYXONPOTE3HPOBAHNKE),
npesplmatonme 55 1b Ha yacrorax 2-4 kI'u. OTcyTcTBHE BBIPAXKEHHOTO YIYYIIEHHS CIYXOBOTO
BOCIPHATHS PEYH OT NPUMEHEHHS ONTHMAIBHO MOA00PaHHBIX CIYXOBBIX aNnaparos NpH
BBICOKOH CTEIECHH JIBYCTOPOHHEN HEHPOCEHCOPHOMN TYrOyXOCTH M0 KpaitHei Mepe, nocie
MOJIb30BAHMS allapaTaMH B T€YEHHE 3—6 MECsIIeB COrJIaCHO 3aKIIOUEHHIO
CypAONe1arorn4eckoi KOMUCCHH. AOCOMOTHBIE MIPOTHBOMOKA3AHUS JUIA NPOBEICHHS
KoXjieapHOH MMIUTaHTalMK: [lonas aniasus BayTpennero yxa (anomanus Michel). [Tonnas
oOmurepauus ynmuTky. Hamudne TSOKeIbIX COMaTHYECKHX, HEBPOJIOrHYECKHX H MCHXHYECKHX
3abosieBanuii. He0cTaTOMHOCTS HHTEIIEKTA H OTCYTCTBHE KOMMYHHKATHBHBIX BO3MOXHOCTEH
(BO3MOXHBI HCKIIFOUEHHS JUIsl CIa00BUAAIINX M cienbiX). OTHOCHTEIbHbIE MPOTHBONOKA3AHHS
ATl IPOBEICHH Sl KOXJIeapHOH UMIUIaHTalMK: OTCYTCTBHE MOTHBALIMH, COLIHATBHO-
[ICHXOJIOTHYECKUX BO3MOXKHOCTEH /Ul VTUTEIbHOrO peabHIMTAllHOHHOIO NpoLecca y nauHeHTa
(PotuTesieii, 3aKOHHOTO NPEACTABHTES WM JIOBEPEHHOrO JINIA NaluenTa). YacTuaHas
obnuTepalus yIUTKH (110 PEILeHHIO BpayeOHOM KOMHCCHH LEHTPa, KOTOPBIH MPOBOIHT
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XHPYPIHUECKOE JICUCHHE). AHOMAJIMM PA3BUTHUA YIIUTKH U CIIYXOBOTO Hepra (1o PEUICHHIO
BpaueOHONH KOMHCCHH LIEHTPA, KOTOPBIH [IPOBOJIMT XUPYPrudeckoe jevenue). Octprie uiu
XPOHHYCCKHE BOCaMTebHble 3a00eBanns JIOP-opraios B ctaauu o6ocTpenns.
PeTpokoxneapuas natonorus (1o PEIICHHIO BpaueOHON KOMHUCCHH LIEHTPA, KOTOPBIN MPOBOIUT

XUPYPruvcckoe jeuenne). bunaypanbuas KoxjaeapHas UMILIaHTALASA JIBycTOpOHHAS
(OnnHaypanbHas) KoxjeapHast MMIUIAHTAIMS — KOMILIEKC ayJIMOJIOTHYECKHX,

CYPAOTICATOTHYCCKAX, NCHXOJIOHYECKUX U XUPYPrUYECKUX MEPONIPHATHIA 110 YCTAHOBKE ABYX
CHCTEM KOXJICAPHOH MMILIAaHTALMK Ha 06a yxo. [IByctoponuss (6unaypaisuas) KOXJieapHas
UMIUTAHTALMST IPOBOJUTCS OJITHOMOMEHTHO — B [Ipouecce OAHON XHUPYPIrUYeCcKo# onepannu, Him
HOCICA0BATEILHO — B IIPOLIECCE IBYX XHUPYPrHYECKHX onepanuii. JIByXcTopoHHs s
(OunaypasibHas) KoxjieapHasi UMILTAHTAIMS O0eceYnBaeT: JABYXCTOPOHHIOIO CTUMYJIAIIHIO
CJIyXOBBIX TIPOBOJIAIHX ITYTEH H CITYXOBBIX LIEHTPOB; BO3MOXKHOCTB JIOKATH30BATh 3BYK, T.H.
«0OBEMHOE» 3ByYaHue; NOBBILICHHE Pa36OPIHBOCTH pE€YH B IIyME U NMPH OOIIEHUH C
HECKOJILKUMH FOBOPSAIIMMHES JIYYIIYIO IMHAMUKY CIIyXOBOIO H PEYEBOTO Pa3sBUTHA, T.K. Pedb
3BYUHT OOJIee €CTECTBEHHO, NPOLIECC BOCIIPUITHS 3BYKOB TpedyeT MEHBIIUX YCHUITHI |,
CJICIOBATCILHO, MEHBIIE YTOMJISCT; COXpaHEeHHE (yHKIMH BOCTIPUSTHSA 3ByKa B ClTyYae BBIXO/1a
W3 CTPO OZIHOrO MMIUIanTa. llokasanus juist poseieHus ABYCTOPOHHEH (GHHAYpaTEHOMN)
Kox.ueapuofl umrnanTanuu: L. [lokasanus aist 0JHOMOMEHTHOI# BYCTOPOHHEH (bunaypanbHOM)
KOXJICAPHOH UMIITTAHTALIMH - XPOHHYECKAs IBYCTOPOHHSASA HEHPOCEHCOPHAs TYroyXocTs [V
CTCIICHH H TUIYXO0Ta IOCJIE MEPEHECEHHOr0 MEHUHIUTA (C MPEAOCTABICHUEM BBITHCKH U3
CTAllMOHAPA) M 110 PEIICHHIO BpaueOHOM KOMUCCHH IEHTPA, KOTOPBIH TPOBOIUT XUPYprudecKoe
neuenne. 1. ITokasanus nns nocnenosarensHoi ABYyCTOpOHHEH (OMHaypabHOMN) KOXJIeapHOH
MMILTAHTAlMK: XPOHUYECKas IBYCTOPOHHSIS HEHPOCEHCOPHAs TYroyXxocTh [V creneny u
[IyXOTa IpH HAIWYHH PEHTITCHOJIOTHYECKHUX NPU3HAKOB OCCHUKALUN/06IUTEpaHsl YIUTKH B
CJICICTBHH NEPEJIOMa BUCOYHBIX KOCTEH M OTOCKJIEPO3a M0 PEIIEHUIO BpadyeOHOH KOMHCCHH
LICHTPA, KOTOPBIK ITPOBOJUT XUPYPruvecKoe edeHue. KoMOuHUpOBaHHbIE MM H30IMPOBAHHEIE
aHOMAJIMK Pa3BHTUs BHYTPEHHETO yXa [0 PEIICHHIO BpayeOHONH KOMHCCHH LIEHTPA, KOTOPBII
[IPOBOAMT XUPYpPrHYecKoe jieueHune. [ Ipi yKasaHHBIX aHOMaIUAX pa3BUTHS BHYTPEHHETO yXa
KOJIMYECTBO KJIETOK CIIMPAJIbHOTO TaHIIMs YMEHBIIEHO, OJJHOCTOPOHHSS KOXJIeapHas
MMILIaHTALKs MOXKET OBITh HEAOCTATOYHOM [IIs JOCTHIKECHHUS YAOBIETBOPUTEIBHOTO 3 dekTa
CJIyXope4eBoH peabuiautanuy. Haiu4uue monoxXuTeIbHON JUHAMUKH (OPMHPOBAHHS CITyXa H
peYH, YCIEeIHON COIMaIbHOM aJlanTaliy, aKTHBHO ITPOBOJAMMOMN IICHXO0JIOr0O-I1€1aroru4ecKoi
peabuIuTaLMK 1T0C/Ie OAHOCTOPOHHEH KOXJICAPHON MMIUIAHTALIMH IIPH BBICOKOH MOTHBAIIUH
MAlAEHTOB U UX POJAUTENECH (3aKOHHBIX IIPEACTABUTENIEH, JIOBEPEHHEIX JIMI) HA OCHOBAHHWH
3aKJIIOYEHHS BpauyeOHOM KOMHCCHH [IEHTpPA, BHITIOIHSIOMIEr0 XUpypradeckoe jedenue. I1pu
9TOM 00BEM BBIIIOJIHEHHS ITOC/IEN0BATEIbHON OMHAypaIbHOH KOXJIEAPHOH MMIIJIAHTALIHH HE
NoKeH npeBbimarthk 15% ot rooBoro o0bemMa OKa3aHHs JaHHOTO BH/IA MEHIIHHCKOH MOMOILLH
B yupexaeHuu. [JoBTopHas KoxXJieapHas UMIIIanTanus (peumMiianranus) 1lokasanus K
npoBeeHnIo peumiianTanuy: [Ipuanna Meroze! iedenns TexHuyeckas HEUCIIPaBHOCTD
KOXJIeapHOT'0 UMILIAaHTa PeMMIUTHATALHMS KOX/IeapHOro HMILIAHTa [ 'HOHHEIC BOCIIAIHTE/IbHBIC
3a60/1eBaHMs CPEIHETO yXa Ha UMIIAaHTHPYEMO# CTOpPOHE (XpPOHHYECKHH FHOMHBIA CpeJAHHH
otut, MactonauT) CaHarys MOJOCTEH CPeJHEro yxa, THMIaHoMmIacTika. [1pi HeBO3MOKHOCTH
COXPAaHEHHs KOXJIEAPHOTO MMILIAHTA — €r0 SKCIUIAHTalMs ¢ COXpAaHCHHEM 3EKTPOIHOH
PEIIeTKH B YJIUTKE C OJHOMOMEHTHO#H KOXJICapHO# MMIIIaHTAllHEeH Ha MPOTHBOTIOI0NKHOM YXE
[P OTCYTCTBHH MPOTHBOINOKa3aHHH. DKCTPY3Hsl KOpITyca BHYTPEHHEH 4acTH KOXJICApHOTO
UMIUIAHTa DKCIUIAHTALMS C COXPAHEHHEM 3JIEKTPOJIHOM pelIeTKH B YJIHTKE C 0/IHOMOMEHTHOH
KOXJICapHOM MMIUIAHTalMell Ha IPOTHBOMOIOKHOM YX€ [PH OTCYTCTBHH [MPOTHBOIOKA3AHHI.
Murparus Kopryca BHyTPeHHEH 4acTH KOXJIEApHOIr0 HMILIAHTA ¢ HEBO3MOMKHOCTRIO
SKCIUTyaTallM¥ Pev4eBOro MpoLeccopa, IKCTPAKOXJICapHOE PacroIOKEHHE 3JIEKTPOHOMH

pereTkn. [I0BTOpHOE XMPYPrHUYECKOE JIeUeHHE (PEHMILIAHTALIHS) BBINOJHACTCS €

OO 3OBAHMEM OIHOMMEHHOM CHCTEMBI KOX/ICAPHOH HMILIAHTALHH (OIHOTO MPOH3BOANTEIS)
BBHJY PA3TMYHBIX TEXHHUECKUX XapPaKTePUCTHK MMILTAHTOB. [IpoBeaeHHe peHMITIAHTAaLHH ¢
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HCIIOJIb30BAHUEM HHOM (PUPMBI IIPOU3BOAMUTEIISE CHCTEMBI KOXJIEAPHOH UMIIIAHTAIlMH BO3MOXKHO
TOJIBKO 32 CYeT BHEOIOJUKETHBIX CPEACTB, YTO 003aTEILHO OTpakaeTcs B HHPOPMUPOBAHHOM

COrJIaCHH MNalMeHTa (3aKOHHOT0 NpeAcTaBuTes). B ciydae BbIXo/1a U3 CTpOsi BHYTPEHHEH 4acTH
CHCTEMBI KOXJICAaPHOH UMIUIAHTALMHK (MMILJIaHTa) B TEYCHHE rapaHTHHHOIO CPOKa,

[IPOU3BOJIMTEID, 110 3asIBJICHHIO MEJUIIHHCKOTO YUPEXKIACHHS, Ky/1a 0OpaTHICS MALMEHT C LEJbIO
AUATrHOCTHKH, TIPOBOJIMT NIPEIBAPHUTEIBHYIO OKCIIEPTU3Y U BBIAACT MEPBUYHOE 3aKIHOYECHHUE B
reueHue 10 CyTok ¢ peKOMeHJallusIMH, B TOM 9HCJIE€ 0 HEOOXOAMMOCTH yIaJIeHHs BHYTPEHHEH
4acCTH CHCTEMBI KOXJICAPHOH HMIIJIAHTAIMH (IKCIUTAHTALIMH ), @ TAKXKE MPEI0CTaB/ISET
MCAULMHCKOMY YUPEKIACHUIO BHYTPEHHIOK YaCTh CUCTEMBI KOXJICAPHOM UMIUIAHTALIHA JUIA
[TPOBEAICHUSA MIOBTOPHOTO XHPYPrHYECKOTo JiedeHus: B TeyeHUH 30 CYyTOK ¢ MOMEHTA BbIIa4H

EPBUYHOIO 3aKoueHUs. OKOHYATENbHEIH (aKT HEUCIPABHOCTH BHYTPEHHEH YaCTH CUCTEMBI
KOXJICAPHOH MMIUIAHTAUNK YCTAHABIIMBACTCS 110CIIE IPOBE/ICHHS TEXHUYECKOH 3KCIEPTH3BI

U3BJICYCHHOTO HMINIAHTA, KOTOpAas MPOBOJUTCS CHJIAMH ITPOU3BOIMTENS WU HE3aBHCHMOIA
SKCTIEPTHU3BI 33 CYET CPEJICTB 3asBUTEINsA. CPOK NMPOBEACHUS SKCIIEPTH3HI HE JOJKEH IPEBBIIIATE

TPEX MECSICB, MOCIC Y€T0 MPOU3BOAMUTEIIb HAIIPABJIAET B MUCBMEHHON (hopMe B MEAULIUHCKOE
YIPEHKIACHHE OKOHYATEILHOE 3aKIIOUYEHUE O COCTOSIHUM BHYTPEHHENH YaCTH CHCTEMBI

KOXJICApHOH MMIIIAHTALIMH COJepKalee HH(POPMALIHIO O BO3MOKHBIX IIPHYHHAX, KOTOpBIE
ITPHBEIH K BBIXOJY M3 CTPOs KOXJICAPHOro UMIUIaHTa. 4. MeauuuHcKas peabuiuTamms,
METHIIHHCKHEC MOKa3aHHU ¥ IPOTHBOIIOKA3aHHS K IIPUMEHEHHIO METOJIOB peabuautauuu Y
peOeHKa ¢ MOATBEPKACHHOM TYTOYXOCTBIO B CPOK /10 6 MECSIIEB KHU3HH (CKOPPEKTHPOBAHHOTI'O
BO3pacTa y HEJIOHOIMEHHbIX) I0JDKHA OBITh CHOPMHUPOBaHA HHANBHAYAIbHAS PeabHIHTAIMOHHAS
nporpamma (MUITPA). Pexomenayercs ciryXxonpoTe3upoBaHue JETSIM C CEHCOHEBPAJIILHOH
Tyroyxocteio I-1V-o#t crenenu Tsokectn 11 oGecniederus pe4eBoro pa3BUTHS: BOIIPOC O
HEOOXOIMMOCTH CIIYXONpPOTE3HPOBAHHSI PEIIACTCs HA OCHOBAHMH HH(pOpMAIIHH, [IOJTY4YeHHOH
[TPH Ay TMOJIOTHYECKUX HCCIICNOBAHUAX, TOBEICHUH peOeHKa IoMa, B IETCKOM cajy (IIKoJe),
HAJTMY S JIOTIOJTHUTEIBHBIX CIICHHATBHBIX TOTPEOHOCTEH, HHGOPMALIHK O Pa3BUTHH CIIYXOBOW
byHKIMH, peun u s3bIKa. Kputepuu onpesieenus nokasaHuii JUist CIIyXonpoTe3HpOBAHHS
JIOJDKHBI OCHOBBIBAaTECS HA CIEIYIOIINX HCCICIOBAHUAX: DIIEKTPOPHIHOIOTHIECKOM
HCCIIEIOBAHUH CIIyXOBOH 4yBCcTBUTEIBHOCTH (CBII Ha memuku u yactoTHOCenupHIHEIe
CTHMYJIBI (B TOM 9HCIIE Ha chirp), CTallHOHapHBIE CIIyXOBBIE BEI3BaHHEIE MoTeHIHans! (ASSR),
OAD Ha yacTore poyKTOB HCKaKeHHUs1); Onpe/ieIeHHH OBEACHYECKUX [TOPOTOB IIPH
UCIIOJIb30BAaHUH CTAHIAPTHRIX Ay THOMETPHIECKHUX METOJUK, COOTBETCTBYIOIIUX BO3PACTY
pebeHka (ayIMOMeTpHus C BU3yaJIbHBIM IIOJKPEIJICHUEM, HI'POBasi Ay AMOMETPHS, CTAHapTHAs
METOJIMKa TOHAJILHOMN ITOPOroBOH ayauoMeTpun). Pebenok MoxeT paccMaTpuBaThLCs Kak
KaHIMJAT Ha CIIyXOIIPOTE3UPOBAHUE, €CJIM Y HETO OIPEeeIseTCs] CTOMKOE ITOBBIILIEHHUE ITOPOroB
CIIBIIIMMOCTH B OHOM MK 00oux ymax cbiule 40 ab HIIC (#a m00bIX ABYX YacTOTax B
nuanazone 500-4000 ['a) npu noBenenueckon ayauomerpuu uin npu perucrpaund KCBIT na
mwemaky (2000-4000 ['x). Bo Beex ciyyasix pu JABYCTOPOHHEM CHUI)KEHHH CIIyXa, €CJId He
MMEeTCs NPOTUBOIOKA3aHUM, JOJDKHO Ha3HAYaThCsl OMHAYpaIILHOE CIIYXONPOTE3UPOBAHHUE,
PexoMeHayeTCsl HCIIOIb30BAaHHUE 3ayIIHBIX CIIYXOBBIX alllapaToB y AeTeH. Mcmonb3oBaHue
BHYTPUYIIHBIX CIIYXOBBIX alIlapaToB y AETEH HE peKOMEHAYETCS U3-3a BO3PACTHBIX H3MEHEHHH
HApPYX@CHOTO CJIYXOBOI'O MPOXOJa ¥ YIIHOW PaKOBHUHEI, CBI3aHHON ¢ HUMHU 00paTHOH
aKyCTHYECKOH CBA3BIO, a TaK)Ke cooOpakeHHH Oe3onacHOCTH. lIpeanodrenus Q10/DKHBI
OTHAaBaThCs HU(PPOBBIM CIYXOBBIM aniapaTraM, MHOIOKaHaJIbHBIM, C HallpaBJICHHBIM HJIHA
JBOWHBIM MHUKPOGMOHOM, YTO CIIOCOOCTBYET YJIYYIIEHHIO COOTHOMIEHUS CUTHAI/IIIYM.
KapManHble ciiyxoBbl€ anmnapaThl MOI'yT Ha3Ha4aThCs TOJIBKO NPH HAJTMYUH MEAHUHHCKHX HIIH
du3nveckux npotuBonokasanui. JlomkHa paccMaTpUBaThCs BO3MOXKHOCTB UCI0JIb30BaHus FM-
CHCTEM Yy BCeX JeTeH, BIaJICIOIIMX YCTHON peybio Ha YPOBHE pa3BepHYTOH (pa3sbl, CBA3aHHOIO
BBICKa3bIBaAHUS, MOJIL3YIOIMXCS YCTHOH peubio /Ui OOLIEHHS H HCIIOJIB3YIOINIHX CIIYXOBbIE

anmnaparbl ¥ KOXJieapHble UMILIaHThl. TpeboBanus Kk FM-cHCTEMaM M IpYTHM YCTPOHCTBaM:
Hanuuue npamoro aynmosxona; Hainuue maaykumonHoi karymku; Bo3sMoxHOCTS

NEPEKINOYCHUs MeKIy MUKPODOHOM M KaTykoii; Ucnosib30BaHue CJIENOYHONH MAacchl JUIA
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BPEMEHHOTO NoaseHus oOpaTHO# cBsi3H. BriGop napamerpos ICKTPOAKYCTHYECKOH

KOPPEKLHH (MOZIENTH CIIyXOBOIO annapara), HX BepudHKALNS H BATHIALHS [Ton6op cnyxoBoro
allliapara y 1eTeH NOJDKEH MPOU3BOAUTHCS B COOTBETCTBHH C AITOPHTMaMH, CHELHATBHO
pa3paboTaHHBIMH JUIs eTei, KOTOPBIC YYHTBIBAIOT BO3PACTHBIC OCOOCHHOCTH aKyCTHKH yXa, a
TAKIKE CTETICHb, KOHQHUIYPALHIO U THII CHHYKEHHS CITYXa. [Ipouenypa nonbopa nomkua

BKJIFOYATh METOAHKY TPEAMHCAHHS YCHJICHHSA, ONTPEeACIACT BbIXO/ alrapara, COOTBETCTBYIOIIIHH
KOHKPETHOMY peOCHKY, H XapaKTEPHCTHKH CHCTEMB] YCUJICHUS (JIMHEHHBIN WJTH HEJITMHEHHBIH,
aHAJIOTOBBIA WK LM(POBOH). PekoMeHIyeTCs BKITIOYEHHE B MpoLEeYypy BepupHKaLIHH
U3SMCPCHHS Pa3IMYUs MEXKy peallbHbIM YXOM H COeIHHHTEILHOM KaMepoH, OTBETA HACKIIIEHHUS
PCATILHOIO yXa ¥ MaKCHMAIIbHBIX 3HAY€HHM Ha BBIX0JE. JIO/DKHEI YYHMTBIBAaThCS aKyCTHKA yXa
peOeHKa, yITHOro BKJIa/bIIIa, a TAK)KE CHCTEMa yCHIICHHS. Banunanus napameTpoB KOppeKkiny
A0JDKHA IIPOBOUTHCS HA MIOCTOSSHHOM OCHOBE M JIOJDKHA BKITIOYATE: [IpoBenenue uamepennii ¢
MCIIOIE30BaHHEM 30HMPYIONIEr0 MHKPO(OHA C HEJIBIO ONpPeIe/IeHUs BHIXO01a CIIYXOBOI'O
anmapata y OapabaHHOH NMepenoHKu; AyaHoIOrHYeCKoe oOcieioBaHue, IIpeycMaTpHBAIOIIEE
HCIIOCPEICTBEHHBIC OTBETEI PEOCHKA CO CITYXOBBIM allllapaToM Ha pedb H
4aCTOTHOCICIH(DUYIHBIE CTHMYJIB, MPEAbSABIICHHBIE B CBOOOIHOM MOJIE; OyHKIHOHATBHYIO
OLICHKY CIIyXOBBIX HaBBIKOB peOeHKa BpaioM-Cyp/10JIOrOMOTOPHHOJIAPHHTOJIOroM; OLEeHKY
petH, KOMMYHHKAlHOHHBIX CNIOCOOHOCTEH M Pa3BUTHUS A3BIKA CYPHONIEAArOrOM, B TOM YHCIIE C
HCHOJTBE30BAaHHEM CTAHIaPTH3HPOBAHHEIX mkain. Koxneapras uMmianTanms PexoMmenayercs
peabunuTamus MetogoM KU netsim ¢ asycroporHer CHT 4-# crenenun uam riryxoToi, getsM 10
3-X JIeT peKoMeH10BaHa GuHaypansHas KU .BOIIPOC 0 noka3anusx g KM pemaercs nocne
UCTI0Ib30BaHHs OHHAYPaIbHEIX CIyXOBBIX aNllapaToB B TeYeHHE 3-6 MecC. U OTCYTCTBHH

3 (deKTa OT CIyXONPOTE3NPOBAHHMS, a TAKIKE [IPH HAIHYHH MOTHBAUMH y ceMbH. JleTH ¢
[IOATBEPKACHHOH HACIIEJICTBEHHOMN TYroyXocThio (MyTanuu B rere GJB2 u JPYTrHX reHax)

MOTyYT OBITh HanpapieHsl Ha KW, Munys stamn ciryXxonpoTe3upoBanus. [loakmodenue peuesoro
[TpoLieccopa MpoH3BOAUTCS Yepes 1 Mecs nocie onepauuu KU, nanee HacTpoiikn pedeBoro
[Tponeccopa MPOBOAAT KaX/ble 3 Mecsla Ha 1- M rofy Iocie HMIUIaHTalUH, 2 pasa B roj Ha 2-M
FOAy MOC/IC HMILIAHTALMH, 3aTeM | pa3 B roJ Wi Yalle NpH yXyIUIeHHH pa3GopIHBOCTH PedH
HWJIA TIOSIBJICHHH IMCKOM(OpTa NPH KCroib3oBanuu cucteMsl K. 3amena peuesoro mponeccopa
3aMeHa pedYeBoro npoueccopa MpOM3BOIUTCS 110 HCTEUESHHH S JIET €O JHS MPe/IIIeCTBYOMIe
YCTAHOBKH NAlMEHTY PEYEBOro IIPOIECCOpa CHCTEMBI KOXICAPHOH MMIUIAHTALIHH 3a CYeT
CPEJICTB 0043aTENHHOI0 MEJMIMHCKOIO CTPAXOBaHHs. 3aMeHa PEYEBOro MpoIeccopa MOXKeT |
OBITH OCYIIECTBJIEHA TOJIBKO B MEIHLUHCKHUX OPraHU3alUsIX, TOABEIOMCTBEHHBIX (heepaibHbIM
OpraHaM HCIIOJIHUTEIbHOMN BJIACTH B COOTBETCTBUH ¢ TpeboBanusmu [Ipukaza Munucrepersa
3apaBooxpaneHus PO ot 9 anpens 2015 r. N 1781 "O0 yrBepxxaenuu [lopsinka okazanus
MEIUIIMHCKON MOMOIIM HACEJICHHUIO M0 MpodriIo "cypaonorus-oropuHoaapunrosorus”. Ipu
[IPOBEICHUM 3aMEHbI PEYEBOI0 MPOLECCOpa NAMEHT 0053aH NPeI0CTaBUTh JOKYMEHTHI O
MPOBEJICHUH XHPYPrU4IeCKOro JIeueHus (KOXJieapHasi HMIUIAaHTALlHs ), a B CJIy4ae paHee
[IPOBEACHHOM 3aMEHEI PE4€BOro Mporeccopa, J0KYMEHTHI, OATBEPXKIat0IIHe JaHHbIH (DaKT.
[TanMeHT UK ero 3aKOHHBIN MPEICTABUTE/Ib HECET MEPCOHAIIBHYIO OTBETCTBEHHOCTS 34
co0JTI0ICHHE CPOKOB 3aMEHbI pe4eBOro IIpolLeccopa.

[MpoduaakTHKa ¥ AHCNaHCEPHOE HAD/IIOAeHHE

PexoMmeHayeTcs JUCTaHcepHOe HaboieHHe peOeHKa ¢ MOATBEPK/ACHHON CeHCOHEBPATbHOH
TYTOYXOCTBIO BPauoOM-CYpII0JI0OrOM-0TOPHHOJIAPHHTOJIONOM B IIEHTpe peabHIHTallHH

Ha NPOTHKEHHH BCero peabHIMTAHOHHOIO Ipolecca pOAHTEH, WICHBI CEMBH H JApYIHE JIHLA,
noMoraromue pebeHKy Mojb30BaThCs CIYXOBBIM ANNapaToM H KOXJICApPHBIM HMILIAHTOM,
IOJDKHBI TIOTY4YaTh MOCTOSIHHYIO MPOodecCHOHANbHYIO MOUIEPXKKY. PekoMeHAyeMas HacToTa
MOBTOPHBIX ayJAHOJOrHIECKHX 00C/IeI0BaHHii: - B TeYEHHE IIEPBBIX ABYX JIET HCIO/IL3OBAHMA
CIIyXOBOI'O anmapara - He MeHee OJIHOTO pa3a B TPH MeCsLa; - I0C/I¢ NEPBAIX ABYX JCT
MCIIONIB30BAHMS CITYXOBOI'O anmapara — Kaxsle 3-6 mecsues; - nocie KW — B COOTBETCTBHH €
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KIMHHYCCKUMH pexoMeHaauusamu «Peabwmmranms nammentos nocie KUy, [loBTOpHEBIE

HCCIICNIOBAHNS M HAOJIOEHUE TIPH CITyXOIPOTE3UPOBAHMHU J0JDKHBI BKTIOYATH: I loBenenueckoe
dyAHOJIOTHYCCKOE UCCIICIOBaHME, BKIIIOYAIOIEE UCCIIeN0BAHME 110 BO3IYIITHOMY ¥ KOCTHOMY
3BYKOIPOBEICHHIO; AKYCTHYECKYIO HMITEJAHCOMETPHIO IS OLEHKH GyHKIHMM cpeaHero yxa;
HacTpoiixy napamerpos KOPPEKLIMK Ha OCHOBAHHH ITOJIy4CHHBIX JIaHHBIX aYJHOMETPHH U
BO3PACTHBIX H3MCHEHUH peOCHKA; DJIEKTPOAKYCTHIECKHE 3aMephl CIIYXOBOTO arrapara;
[Ipocnymmsanme ciyxosoro anmapara; Ouenky ycranoBku BKJIazsima; M3mepennus ¢
MCTIOIE30BAHHEM 30HUPYIONIET0 MUKPOQOHA, H3MEPEHHS Pa3IMIus MEKIY PeaTbHBIM YXOM H
COCAMHUTEIIPHON KaMePOil ¥ OCHOBAHHBIE HA 3THX M3MEPEHHSX H3MEHEHHS HAcTpoOeK (C pocTom
pebeHKa MPOU3BOAUTCS 3aMeHA HHAMBHIYATbHBIX YIIHBIX BKJIaabmen); M3mepenus
QYHKIMOHAIBHOTO YCHIICHHUS C IENBIO OTOOp&KEHHsI Pa3BUTHS CIIyXOBBIX HABBIKOB. [IpH
BRIABJICHHH OTHOCTOPOHHETO CHW)KEHHS CITyXa ¢ HOPMaJIbHBIMH [IOPOraMH B 37I0POBOM yXe
HEOOXOIMMO MPOBOAMTE JHHAMHYECKOE HAGIIOCHHE 3a CIYXOBOM (DYHKIIHEH, a TaAKKe
Pa3BHTHEM PCYH U A3bIKA KaX/ble 6 MeC. 10 JIOCTHXKEHHUS pebGeHKOM Bo3pacTa 3-X Jier.
[loBTOpHBIE HCcenoBaHMs M HAGIIOIEHHE TTOCITE KOXJICAPHOH MMIUIAHTALIHH C YIETOM
BO3PACTHBIX 0COOCHHOCTEH pebeHKa IODKHEI BKII0YaTh: Cypaoneaarornyeckoe TECTHPOBAHHE
AKMEeHTa; 1 OHATBHYIO OPOrOBYIO Ay IHOMETPHIO (MTPOBYIO ayIHOMETPHIO) B CBOGOIHOM [oJie;
Peructpammio norennmana JeicTBUs CIyXOBOro HEPBA METOLOM TEJIEMETPUH HEPBHOI'O OTBETA;
PeueByio aynmomeTpuio B cBOGOIHOM 10JIE € HCIIOIb30BAHHEM cOaJlaHCHPOBAHHEIX
APTUKYIANMOHHBIX Tabymil; Hactpoiiky pedeBoro npoueccopa; [ToBTOpHYIO KOHCY/IBTALHIO
cypaonenarora; [IoBTOpHYIO TOHAIBHYIO, pEYEBYIO ayJAHOMETPHIO B CBOOOIHOM I0JIE, 6.
Opranu3sanus oKka3aHusi MeIUIIMHCKON oMoy [TokazaHus IS TOCITHTATA3AINH B
MEIMIIHHCKYIO OpPraHU3alMIo: 1) ocTpas CeHCOHEBpa/IbHAs TYTOYXOCTh; 2) 3aMeHa peuyeBoro
nporneccopa cucteMel KU (B yciioBusiX THEBHOTO cTalinoHapa); 3) npoBeieHue 00 bEKTHBHOTO

ay AHOJIOTHYECKOro o0cienoBanus Mo o0mel anecte3uel (B yCIoBHIX THEBHOTO CTAIIHOHAPA);

ITokazanus K BEIITUCKE MAllMEHTa U3 MEIULUMHCKOW OpraHu3aluy 1) BEI3IOPOBJIEHHE; 2)
YJIYUIICHHUE.
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