Poccuiickad oropuHosapuHrosorusa/Russian Otorhinolaryngology SCIENCE ARTICLES

YIK 616.283.1-089.843:616.28-008.14-53.1
https://doi.org/10.18692/1810-4800-2022-2-45-50

AAropMTM AMArHOCTHYECKOro o6caepoBaHUA U XMPYPruYeCKoro atana
KOXA€apPHOW UMNAAHTALMUM Y NALUEHTOB C Pa3AUMYHOU 3TUOAOTHUEH
BPOXXA€HHOM FAYXOTbl
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1 CaHkT-MeTepbyprekuii HayYHO-MCCAEAOBATEAbCKMIT MHCTUTYT yXa, ropAa, Hoca 1 peyy,
CaHkr-lletepbypr, 190013, Poccus

B TeueHuUe TIOC/IEIHUX HECKOIBKUX JAECATUIETHUH B MUPOBOM HAyYHOMU JIUTEPATYPE, TIOCBAIIEHHO! TTpobiemMam
CJIyXOpeuYeBOl peabUIUTalK, BO3POC MHTEPEC K U3YYEHUI0 ITHOJIOTMYECKUX OCOOEHHOCTENW BPOXKAEHHOM
IJIyXOTBL. [7Iy60KO€e TOHUMAaHKe STHOJIOTHU U MEXaHU3MOB Pa3BUTHS IVIYXOThI TOMOIJIO OIITUMHU3UPOBATD Pa3-
JINYHBIE 3TAIbI KOXJIEAPHON UMILIAHTAI[UN ¥ TEM CAMBIM YBETUIUTH ee 3G HeKTUBHOCTD. L]esb ucciejoBaHus:
pa3paboTka aJropuTMa MOJIy4yeHUs MAaKCHUMaJbHO PAaHHUX CBEJAEHHH O MPUYMHHOM (QaKTOpe BPOXKAEHHOM
IJIYXOTBI IJIT CBOEBPEMEHHOT'O TUIAHUPOBAHUS PeaOMINTALIMOHHBIX MEPOTIPUATHIH, COKPAIEHUs PAaCcXOl0B Ha
U30BITOYHBIN AUATHOCTUYECKUN TTOUCK, a TaKXKe JOCTHKEHNEe MAaKCUMaIbHO 3 PEKTUBHBIX Pe3yJIbTaTOB CIIy-
XOBOT'O U peueBoro pa3Butus geteil. [laiuenTs! v MeTozbl. C 2018 mo 2021 rog Ha 6a3e PI'BY «CI16 HUK JIOP»
M3 P® mpoBOAUIOCH UCCIEAOBAHMUE STUOJOTUIECKOTO CIIEKTPA, a TAK)KE 0COOEHHOCTEN KOX/IEAPHOUM UMITTaH-
TalWH y MTalMEHTOB C Pa3JIMYHON 3TUOJOTHUEN BPOXKAEHHOHN IyXoThl. Hamu 6bu10 06ciezoBano 100 marueH-
TOB B Bo3pacrTe /o 3 jieT (cpegHuii Bo3pact — 2,15 = 0,2 roga), u3 Hux 58 jxeHCKOTro U 42 My»KCKoro 1osa. Bee
TareHThl UMeJU BPOXK/IeHHYIO IBYCTOPOHHIOIO ITIYXOTY IO pe3yJIbTaTaM ayANOoJIOTrNIecKOT0 CKpUHUHTA HOBO-
POXXZIEHHBIX, a TaKXKe ObLTH KaHAMJaTaMU Ha BHITIOJTHEHHE KOXJIEAPDHOW UMIUIAHTAI[UU. Pe3ylbTaThl U 06Cy K-
nennie. COTIacHO MOJMy4YeHHbIM JaHHbBIM 37 nanueHToB (16 ManpuukoB, 21 eBovKa, cpefHUM Bo3pacT — 2,3 =
0,3 roz1a) UMeu BpOXKAEHHYIO IUTOMETAIOBUPYCHYIO HHPEKIHIO B KAU€CTBE ATHOJOTHYECKOTO GaKTOPHI IIIy-
XOThl. Hasimurie MpuU3HaKOB BPOXKAEHHOMN TIYXOThI FT€HETUYECKON STUOJIOTUH OBUIO BBISIBJIEHO Y 58 MalleHTOB
(24 manbumka, 34 aeBOYKH, cpefHUM Bo3pacT — 1,9 + 0,2 roga): u3 HUX 43 malyeHTa ¢ HECUHAPOMAaJIbHOU
IyXOTOU 1 15 ManueHToB ¢ CUHAPOMAaTIbHOU IyxoTol (4 Manbumka, 11 geBouek, cpegHuit Bo3pact — 2,1 +
0,4 Toza). Y 5 marueHTOB 3THOJIOTUYECKUN (aKTOP BPOXKAEHHOM ITyXOThl YCTAHOBUTD HE YIaJI0Ch IaXKe Ha CO-
BpPeMEHHOM 3Talle JUarHOCTUIECKOTO ITOKCKa.

KirroueBble c10Ba: CIyxoBas peabWInTalWsA, KOXJleapHas UMIUIaHTAIUsA, BpOXKAEHHAas [IyX0Ta, HaCIeCTBEH-
Hasl IIyXOTa, BpOXKJeHHas ITUTOMEerajJoBUpyCcHass MHQPEKITUA.
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Algorithm of diagnostics and surgery stage of cochlear implantation
in patients with various congenital deafness etiology
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Over the past few decades, in the world scientific literature devoted to the problems of auditory-speech
rehabilitation, there has been an increased interest in studying the etiological features of congenital deafness.
A deep understanding of the etiology and mechanisms of deafness development helped optimize the various
stages of cochlear implantation and, thereby, increase its effectiveness. Objective. To develop an algorithm for
obtaining the earliest possible information about the causative factor of congenital deafness for timely planning
of rehabilitation measures, reducing the cost of excessive diagnostic search, and achieving the most effective
results in the auditory and speech development of children. Patients and methods. From 2018 to 2021, a study
of the etiological spectrum as well as the characteristics of cochlear implantation in patients with various
etiologies of congenital deafness was conducted at the Saint Petersburg Research Institute for Ear, Throat, Nose,
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and Speech. We examined 100 patients under the age of 3 years (mean age 2,15 + 0,2 years), of which 58 were
female, and 42 were male. All patients had congenital bilateral deafness on newborn audiological screening and
were candidates for cochlear implantation. Results and discussion. According to the data obtained, 37 patients
(16 boys, 21 girls, mean age 2,3 + 0,3 years) had congenital cytomegalovirus infection as an etiological factor in
deafness. The presence of signs of congenital deafness of genetic etiology was detected in 58 patients (24 boys,
34 girls, mean age 1,9 = 0,2 years): 43 of them with nonsyndromic deafness and 15 patients with syndromic
deafness (4 boys, 11 girls, mean age 2,1 + 0,4 years). In 5 patients, the etiological factor of congenital deafness
could not be established even at the present stage of diagnostic search.

Keywords: hearing rehabilitation, cochlear implantation, congenital deafness, hereditary deafness, congenital
cytomegalovirus infection.
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Hcnonb3yeMble cOKpalieHusA
KU - xoxyieapHasa UMILIAHTaLUA

KCBII — KOpOTKO/MIaTeHTHBIE CIyXOBbIE€ BbI3BAHHbBIE ITOTEHIAAJIBL

KT - kommbroTepHas ToMorpadus

MMY — MOCTOMO3KE€4YKOBBIE YIVIbI

MPT — MarHuTHO-pe30HaHCHAsA ToMOorpadus
OAD - oToakycTHUYeCKast dMUCCUA

[1LIP — nmosmuMepasHas LiellHasA peaklua
CMMU - cTBOJIOMO3roBasi UMILIaHTAIUA

CHT - cercoHeBpasibHaA TYrOyXOCThb

[JMB — nuTomerasoBupyc

Rg - penTreHorpadus

BBezgeHnue

Cnyx sABJsSETCS OAHUM U3 BaKHBIX COCTaBJISIO-
IITUX YeJIOBEYECKOTO CyllecTBoBaHMs. HopMmasbHas
cryxoBasi GyHKIIUS oOecrieYuBaeT YeNOBEKY XOpo-
LIFie BO3MOXKHOCTH JJII CTAHOBJIEHUSI COLIMAIBLHOM,
TICUXOJIOTUYECKOM U TpodeCcCHOHaNTbHOU ajarTa-
MM, a TaKXKe YY4acTBYeT B Pa3BUTHH YMCTBEHHBIX
criocobHocreli [1]. [TocmesHui acieKT ocOOGeHHO Ba-
JKEH JJIS IeTel, TOTOMy KaK UMEHHO IETH PaHHETo
BO3pacTa UMeIOT MaKCUMaTbHYIO BOCIIPUNMYUBOCTD
K obyueHuto [2]. TToaTOMy Takoe COCTOSHUE, Kak
BpOXKIEHHAS TIyXOTa SIBJSETCS HE TOJBKO BaXKHOM
MeIUIIMHCKOM, HO U Ba)KHOU COITMaJbHOU Tpobiie-
Mo [3].

3a mocieHre HECKONbKO AECATUIETHHN YCIell-
HOCTB IIPEOZIONIEHUSA JaHHOTO 3a60/IeBaHUs CBSI3aHa C
Pa3BUTHEM TEXHOJIOTUY KOXJIEADHON MMILTAHTAIIH.
OfHaKo U TO CETOAHSIIHUHN JeHb ee pe3yIbTaTUB-
HOCTb OCTaeTcs pa3HOPOAHOM [4, 5]. OTo cBsA3aHO C
Pa3UYHBIMU TPUYUHHBIMU GaKTOPaMU U MEXaHU3-
MaMU Pa3BUTHS [IYXOTHI, KOTOPHIE HE BCe-TZla MOX-
HO OJMHAKOBO YCIIEIIHO MPEOJOJIETD, KCILTYaTUPYs
OJTHU U T€ YK€ CTaHAapTHBIE MTOAXOABI [6].

VIMEHHO JaHHOE OOCTOATENLCTBO M SIBUIOCH
MPEATIOCHUTKON K pa3paboTke Hamu AubbepeHI-
aJbHOTO aJITOPUTMAa TPOBEAEHUS JUAaTHOCTUIECKUX
U peabMINTAIlMOHHBIX MEPOTIPUATUHN Y TIAIUEHTOB C
PA3TUYHON 3TUOJIOTUEN BPOXK/EHHOU TITyXOTHI Cpe-
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AN KaHAWUAATOB HA BBIIIOJIHEHIE KOXJ'IeaPHOﬁ M-
IUVIAaHTaAlluH.

ITarneHThl 1 METO/IbI CCIEIOBAHUS

C 2018 mo 2021 rog Ha 6ase ®I'BY «CII6 HUU
JIOP» M3 P® mpoBOAWUIOCH MCCAeLO0BAHUE 3TUOJIO-
TUYECKOTO CIIEKTpa, a TaKKe OCOOEHHOCTEH KOX-
JleapHOW MMIUIAHTAIlUM y TAIMEHTOB C Pa3INIHOMN
STHUOJIOTHEN BPOXKJEHHONW TIyXOThl. Hamu ObUIO
obcnemoBano 100 manueHTOB B BO3pacTe 0 3 JIeT
(cpemunit Bo3pact — 2,15 = 0,2 roza), u3 HuUX 58
YKEHCKOTO U 42 MYKCKOTO ToJia. Bce marreHTe nme-
JIX BPOXKEHHYIO IBYCTOPOHHIOIO TITYXOTY TI0 Pe3yJib-
TaTaM ayIMOJIOTUYECKOTO CKPUHUHTA HOBOPOXK/EH-
HBIX, 4 TaK)Ke ObLIM KaHAUJaTaM{ Ha BBHIIIOJHEHUE
KOXJIeapHOU UMIUIAQHTAIIUH.

CoracHO TIOJlyYeHHBIM JIaHHBIM 37 TallEHTOB
(16 mampumkoB, 21 AeBOYKA, CPEAHUM BO3PACT —
2,3 *= 0,3 roga) uMenu BPOXK/AEHHYIO IUTOMETAJIO-
BUPYCHYIO UH(DEKITUIO B KAUECTBE STHOJOTHMYECKOTO
dbakTophl TIyXOThl. Haju4ure MpPHU3HAKOB BPOXKAEH-
HOW TJIyXOThI T€HETUYECKOW 3TUOJOTUH OBLIO BEHI-
siBJIeHO y 58 manueHToB (24 Manbunka, 34 eBOYKH,
cpemHUii Bo3pact — 1,9 + 0,2 roza): u3 HuX 43 marnu-
eHTa C HECUH/I[POMAJIbHOU ITyXOTOU U 15 manneHToB
C CUHZIPOMAJIBHOM TIIyX0ToH (4 Manbuuka, 11 zeBo-
4ek, cpefHuit Bo3pacT — 2,1 + 0,4 roga). Y 5 nanueH-
TOB 3TUOJIOTUYECKUN aKTOp BPOXKAEHHOM TTYXOThI
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YCTaHOBUTH He yJajoch JjaXke Ha COBPEMEHHOM 3Ta-
Iie IUarHoCTUYeCcKOro IoKCKa.

[ToMuMoO 3TOro, HaMM OBUIM BBIABIEHBI OCO-
OeHHOCTH XUPYPTUYECKOrO dTama KOXJIeapHOU
UMIUIAQHTAIlMd B HCCAeAyeMBIX TIpyIIaX, a Takxke
B3aUMOCBA3b MEXJY 3STHOJIOTHMYeCKUM (GaKTOpPOM
BPOXXI€HHOU IMIYXOTHI U pe3y/IbTaTaMU CIyXOpeueBo-
ro pa3BUTHUSA MAIMEHToB [6, 7]. Vcxoaa u3 noaydyeH-
HBIX JAHHBIX HaMU ObUT pa3paboTaH OpUTHMHAIbHBIN
crocob KOXJIeapHOW HMIUIAHTAIlUM Y IAI[UEeHTOB
C IUTOMETAJIOBUPYCHOU MHQEKIINEH, TO3BOJIAIONAN
COXPaHUTD pe3nyaabHbIN CJIyX B LeIAX YIydlleHus
KOHEYHBIX Pe3y/IbTaTOB peabIInTaIIH.

Aneopumm OuazHocmuueckux U peabunumayu-
OHHbIX Meponpusamuil y nayueHmos ¢ 8poH0OeHHOU
2J1yxomotl pasauyuHoll amuoiozuu

Ha ocHOBaHUH IIOJNy4eHHBIX Ppe3y/IbTaTOB MC-
cJIeZIoBaHUs HaMU ObLT cpOPMUPOBAH U MPEJIOKEH
aJrOpUTM NPOBEAEHUS AUArHOCTHYECKOTro obcite-
JOBaHUA U XUPYPrU4ecKoro sTana KoxjaeapHou UM-
IUIAHTAIIUM Y TAIlMeHTOB C PA3INYHON 3THOJOTHEN
BPOXK/JIEHHOU IIyXOTHI (pUC.).

I a1 amn Ha 3-4-e cyTku nocie poxzeHus pe-
OeHKa BBINTOJHAETCSA AyAUOJOTMYEeCKUH CKPHUHUHT
HOBOPOX/IeHHbIX. B ciyyae BBIABIEHUA OTpUIA-
TEJPHOTO pe3yJbTaTa OTOaKyCTHYEeCKOM sMHCCUU
(mamee — OAD) co CTOPOHBI KaXKIOTO yXa pebeHKa
HeoOXOAMMO OTHECTH K KaTeropuy MaIeHTOB C Be-
POSITHOU BPOXK/I€HHOM IIIyXOTOMU.

B cBA3u ¢ aTHM crezyeT y:ke Ha JaHHOM JTalle —
B YCJIOBUAX POAWIBHOIO yUpeXKeHuA — HadyaTb 3TUO-
JIOTUYECKUH ITOKCK. A UMEeHHO: BCceM TaKKUM IallieH-
TaM OpraHu30BaTb CKPUHUHIOBOE HCCIe0OBaHUeE,
HaIpaBJeHHOe Ha BhIABJIEHNE BPOXKAEHHOH IuToOMe-
rajJoBUPYCHON WHQEKIUH (CeposOruiecKoe Hccie-
J0OBaHMe KPOBHU IUIOJA Ha HaJIU4ue aHTUTes Kjacca
IgG u IgM k nuTOMerajoBUpyCy, MOJEKYIAPHO-Te-
HeTUYEeCKOe UCC/Iefl0BaHe OHMOMOTUIECKUX JKUIKO-
creil (KpoBb, citoHA, Mo4ya) meTozoM IILIP a1 BoI-
sapinenus BupycHout /IHK), a Takke MmyTauuii B reHe
GJB2 (MoneKynsapHO-TeHeTUYeCcKoe WCCle/JoBaHue
KJIETOK BEHO3HOU KpoBU MeTogoM IILIP).

II 3 T a n. ComracHO mporpaMMe ayZuoJaoruye-
CKOI'0 CKpHHUHTAa HOBOPOXKJEHHBIX BCe MAalleHTHI C
oTcyTcTBUeM peructpanuu OAD HamnpabiIAKOTCA Ha
HcclefloBaHNe KOPOTKOJATEHTHBIX 3BYKOBBIX BBHI-
3BaHHBIX TMoTeHIMaNOB (ganmee — KCBII). B ciyuae
BBIAIBJIEHUA II0 €ro pesyjabTaTaM Tyroyxoctu IV cre-
MeHU ¢ 00enx CTOPOH pPeOEHOK CTAaHOBUTCA KaHAU-
JlaTOM Ha y4JacTHe B 00C/IeZ0BAaHUU IO IIPOTrpaMMe
«KoxseapHasd wuMIUIaHTanusA». [lanueHTE ¢ Oosee
HU3KUMH II0pOraMHU 3BYKOBOCIPUATUA, Y KOTOPBIX
VCIIEIHAs CIyXOpedeBasi peabInTanus MOXXeT ObITh
JOCTUTHyTa 6e3 IpUMEHEHUs XUPYPTUYecKUX TeX-
HOJIOTHH, IPOJOJDKAIOT 0bCiejoBaHNe Y Bpada-cyp-
Jojiora ¥ HeBpoJiora Jijifl oIpe/iesieHrs IoKa3aHui K
anmapaTHOMY CJIyXOIIPOTe3UPOBAHUIO U JJalbHEUIINX
3aHATHUY 10 pa3BUTHUIO PeYU C CypZAOIearoroM.
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III 5 T a . Llenpro gaHHOTO 06C/IEOBAHMA II0
nporpaMme «KoxiyieapHasa UMIUIaHTaIWA» ABJIAETCA
oIpeziesieHNe PeabINTAIIMOHHOTO [TOTeHIIaa na-
nuenTa. Ha faHHOM aTale Bce MalyeHThl ¢ HU3KOU
[IePCIIEKTUBHOCTBIO WIM €e OTCyTCTBUEM MCKJIIO-
YalTCAd U3 IPOXOX/JEeHUA NporpaMMsbl. [lanueHTsl,
KOTOpBIE II0 pe3y/bTaTaM 00cIe[0OBaHUA OKa3aInCh
KaHZWZaTaMy Ha BBIIIOJIHEHHE KOXJIeapHOM uM-
IUIQHTAllUY, HYXJAIOTCA B JalbHeWIIeM HHAWBU-
JyaJIbHOM IUIQaHMPOBAaHUM XUPYPrUYeCKOro sTama
KOXJIeApHOM MMIUIaHTaluy. [lalleHTrl ¢ BbIABJIEH-
HOU Ha I aTame BpoxzeHHOU [IMB-uHdpeknmen Tpe-
OyIOT BHUMAaTEJIbHOTO OOC/IEZOBAaHUA Ha IIPEeIMET
HaJM4¥a TUNepTpodUU IJIOTOYHOM MUH/AIUHEI,
[IpeiBAapUTEIbHOIO OIlepaTHBHOIO JIEYEHUs, a TaK-
’Ke JIedeHUs BOCIIaJWTEIbHBIX U3MeHEeHUN cpejHe-
ro yxa (kKak IpaBWIO, CEKPETOPHOTO oTuTa). Ilepes
Ha4ajoM OIIEPAaTHUBHOT'O BMeIIaTeNbCTBA TpebyeTcs
BHHMMarTeJbHOe U3ydeHue IIoKka3aTeseii remocrasa. A
caMo oIlepaTMBHOE BMellaTeJbCTBO peKOMeHyeTcs
IIPOBOJUTH I10 OPUTHHANIBHOU MeToAuKe. [TaneHTe!
C TOMO3WUTOTHOW WIM KOMIIAyH/I-T€TEPO3UTOTHON
MmyTauuel B rene GJB2, kak npaBuio, He UMEIOT Ka-
KUX-TM00 3HAYUMBIX COITyTCTBYIOIIUX 3a00JeBaHUN
WIM IaTOJIOIMYecKUX OTKJIOHEHUH, 3a HCKIIIoue-
HUeM cllopajudecky ciydyaliHbix. [TosToMy xupyp-
rUYecKui 3Tall KOXJIeapHOM MMIUIQHTallUU TaKUM
IanyeHTaM MOXXHO IIPOBOZAWTH IO OOIIVM IIpaBU-
sam. ITarueHTs cO cMelIaHHOM (Mmix) 3TUOJIOTHEN —
BpoXkAeHHOU [IMB-uHObeKIMENH U MyTallied B TeHe
GJB2 — TpebyIOT TaKOTO K€ MOAX0/1a, KOTOPHIN OIMH-
CaH BhIIIIe /715 naneHToB ¢ [IMB-uHbeKIMel BBUAY
TOTO YTO MMEHHO OHAa BHOCUT HAWOOJBIIMI BKJIAJ
B crieluUKy XUPYPrUIeCcKOoro STarma.

IV 5 T a . Bce ocTanbHble MALIUEHTH C HEBBIAB-
JIEHHOU 3THUOJIOTHEN BPOXKEHHOU IIyXOThI TPEOYIOT
IIPOXOXKAEHUA MOJIEKY/IAPHO-TeHeTU4eCKOoro rccie-
JIOBaHUA IaHeJH T'eHOB, COCTAB/AIOIINX KJIWHNYe-
CKUU 2K30M «HACJIeACTBEHHAs TYIOyXOCTb». Eciam
MyTalui II0 uTOoraM CKaHMPOBAHUA I1aHeJNd I'eHOB
He IIOJy4eHo, KoxjleapHasd MMIUIAHTAIldAd MOXKET
BBHIIIOJIHATBCA 1O 00ImuM mpaswiaM. Eciu mo pe-
3yJIbTaTaM 3TOI'0 UCCIeJOBAaHUA BBIABICHO HAINUKe
reHeTU4YeCKOW CUHAPOMATbHON TUIYXOTHI, aCCOLMU-
POBaHHOM € IPOTpeCcCUpPYIOIIeH CIEMOTOM, TO TAKUM
IanyeHTaM HeOoOXOAMMO BBIIOTHATh B IUIAHOBOM
MIOpsAZIKE TOCIe0BATeNbHYI0 OMHAYpaThbHYIO KOXJIe-
apHYI0 UMIUIAHTAIMIO BBUZY PUCKA [IOTEPU 3peHud
B Oosiee mo3gHeM (KaK IMPaBWIO, IOAPOCTKOBOM)
Bo3pacTe. B ciyuae BBbIABIEHUA HaC/Ie[CTBEHHOU
HECUH/IPOMAaJbHOU WM CHUHAPOMATbHON TYTrOyXO-
CTH KJIIOUEBBIM KpUTEpHeM oOIlpe/ieleHus JalbHel-
1Iel TaKTUKU ABJAETCA UccaeloBaHue II0CpeiCTBOM
KOMITBIOTEPDHOM TOMOTpapUU BHUCOYHBIX KOCTEH.
[TIpu oTcyTCTBUHM IIPM3HAKOB aHOMAaJIUM Pa3BUTUA
CpefHero ¥ BHyTpPeHHero yxa KoxJleapHasd MMILIaH-
Tanusg MOXKET BBIMOJHATHCA IO OOLIMM IIpaBUJIaM.
[lpyn obHapy:keHUM aHOMAaJU{ PA3BUTHUA CPESHETO
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( PoxkaeHue pebeHKa )
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/MLEBOrO HEPBa U CnyxoBoi Annasua
MHTPAoNepaLnoOHHbIM Heps Ectb n C/lyXOBOrO MU

vmeeTca CNIVXOBOW HepB?

Re

Puc. AJITOPUTM IIPOBEAEHHSA JUarHOCTUIECKOTO 006CIe0BAHUSA U XUPYPIMYECKOT0 dTaa Koxieap-
HOU MMIUIAHTAIMH Y TIAlMEHTOB C Pa3/IMYHOMN 3TUOJIOTHEHN BPOXK/IEHHOM TIyXOThI
Fig. Algorithm for the diagnostic examination and surgical stage of cochlear implantation in patients
with various etiologies of congenital deafness
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U BHyTpeHHero yxa mo pesynbrataM KT BHCOYHBIX
KOCTel y TalMeHTOB C HacJeJCTBEHHOW TIIyXOTOU
TpebyeTcs BoimosHeHUEe MPT MMY 2711 UCKITIOYEHUS
CUIO- U AIUIACTUYECKUX U3MEHEHUU CIyXOBOTO He-
pBa. [TanieHTHI ¢ BbISIBJIEHHOM aruiasvel CIIyXOBOTO
HepBa ¢ 00enX CTOPOH UCKIIOYAIOTCS U3 IPOIPAMMBI
«KoxyreapHas UMIUTaHTaIuA». Takye MalnyeHThl CTa-
HOBATCS KaHAWJATAMU Ha BBHIIOJTHEHHE CTBOJIOMO3-
roBOY MMIUIAHTAINH. Y TAIIIEHTOB C BBIABIEHHBIMHU
AHOMATHUAMU Pa3BUTH CO CTOPOHBI CPEIHETO U/ WK
BHYTPEHHEro yxXa, a TaKXXe C HOPMAaJbHBIM CTpOe-
HUeM CJIyXOBOTO HepBa KoxyleapHas MMIUIAHTAIVA
JIOJDKHA BBITIONHATHCA C WHTPAOIIEPAI[MOHHBIM HC-
[I0JIb30BAaHMEM MOHUTODHHTA JIUIEBOI'O HEpBa M
TPaHCOPOUTANTBHOU PEHTTeHOTPAPUU JJIT KOHTPOJIS
IOJIOXKEHUS IeKTPozia B yIUTKe. CI0XKHOCTD BBIION-
HeHUA TaKUX BMEIIATeIbCTB IIPEeAIosaraeT yyacTue
XUpypra ¢ 60JBIINM OIBITOM OIlePATHUBHBIX BMeIIa-
TeJIbCTB Ha yXe IIPY aHOMAJIHAX Pa3BUTHA.

BeIBOBI U OOCY:KIEHUE

OcHOBHasgz 0COGEHHOCTH JAHHOT'O AITOPUTMA —
9TO CTpeMJIeHHe K MaKCHMaJIbHO PaHHEMY BBIABJIE-
HUIO 3THUOJIOTUYECKOTO GpaKTOpa BPOXKIECHHOH ITTyXO-
TBI. JIaHHBIH OAXO0/ BaXKEH 10 I[eJIOMY DAY IIPUIUH.
PanHee BBISIBIEHNE MapKepOB BPOXKAEHHON IUTOMe-
raJIOBUPYCHOM MHMEKINY ITO3BOJISAET:

1) oOHaApPYKUTh BaYKHBI UHQEKITMOHHBIN areHT
B opraHusMe pebeHKa, IPHUCTYIUTh K CBOEBPeMeH-
HOMY HaydauIy JiedeOHBIX MEePOIPUATHH I MUHU-
MU3aLUY HETaTUBHBIX BIMSHUN BUPyca Ha pa3BUTHE
OpraHOB U UX CUCTEM;

2) cBoeBpeMeHHAasg U JIOCTOBEpHAas YCTAaHOBKA
[JVarHo3a «BPOXKJEHHAA LUTOMETJIOBUPYCHAA WH-
bekuusa» Mo3BONAET CHU3UTH KOJTMYECTBO JUArHO-
CTHYECKUX OUINOOK, CBA3AHHEIX C ee Ollpe/ieIeHHeM,
a TakKe OIEHUTh ee MCTHUHHOE pPaCIpOCTpaHeHHe
CpeZy HOBOPOXK/IEHHBIX;

3) HavaTh IUIAHUPOBAaHUE JAJbHEHIINX peabu-
JINTAIOHHBIX MEPOIPUATHH /IS ZOCTIKEHUA MaK-
CUMAaJIbHBIX ITIOKa3aTeslel CIyXOpe4ueBOoro pa3BUTHUA;

4) cBOEeBpeMEeHHO KOHCYJIbTHPOBAaThb pojuTesei
OTHOCHUTEJBHO NPUYNH TYTOYXOCTH pebeHKa C pe-

KOMEHZAIMAMU 10 MPOGUIAKTHKE JaHHOTO COCTO-
STHUA.

Pannee BbIsiBJIeHME MyTanuii B rene GJB2 BaykHO
IIPOBOZUTB B I[ENIAX:

1) paHHero o6HapyXeHUs MUPOKO PACIPOCTPa-
HEHHON B MONYJIANWN HAaC/IeACTBEHHON PUYNHBI
BPOXXZIEHHOH IVIYXOTHI, YTO MO3BOJIAET YXKE C CAMBIX
MIEPBBIX HeZeNnb KU3HW HadaTh IUIAHWUPOBAHUE OII-
TUMaJIbHBIX PeabWINTAIIMOHHBIX MEpOIPUATUN CO-
[TaCHO ITyHKTaM ZJaHHOTO aJTrOPUTMa;

2) CBOEBpPEeMEHHOI'0 NPOBeeHNA KOHCYIBTHUPO-
BaHUA pOAWTENEeN IMalueHTa OTHOCUTENBHO [aylb-
HEUIIero IIaHUPOBAHUS CEMbU M OyZAyllel ceMbU
CBOero pebeHKa C y4eTOM BEPOATHOCTEH Hac/lieoBa-
HUA TYTOYXOCTH.

BBuAy TOro 4TO Ha ZOJIO STUX STHOJOTUYECKUX
$baKTOPOB MPUXOAUTCS OOJIbINAS YACTh BCEX CIYIAEB
BPOXXZIEHHOH INTyXOTHL B Mupe — 6ojee 2/3 cirydqaeB
COTJIaCHO [JaHHBIM MHMPOBOM HAy4YHOM JIMTEpaTyphl
u 77% mno pesynbraTaM TEKyIEero WUCCIe[OBaHUA,
ux oOHapyKeHUe Ha caMOM paHHEH CTaZiu CIoco6-
CTBYeT COKpAIeHUI0 MaTepPUaTIbHBIX PACXOJOB, CB-
3aHHBIX C JQJIbHEUAIINM U30BITOYHBIM JUATHOCTIYE-
CKHM IIoMCcKoM [8, 9].

Ba)XHOCTb BBINOJHEHUS T€HETHYECKUX HCCIIeZ0-
BAaHWH MaHenu reHOB OOYCJIOBIE€HAa BO3MOXXHOCTBIO
IIPOTHO3a Pa3BUTHA U TEUEHUS COITYTCTBYIOIIMX 3200-
JleBaHUM (HapylIeHUs 3peHUs], TaTOJIOTUM BHYTPEH-
HUX OPTaHOB W CUCTeM), KOHCYJIBTUPOBAHUA POAU-
Teslel TI0 BOTIpOCaM IUTAaHUPOBAHUA CEMbU, a TAKKe
oIlpe/ie/ieHusl TIPOTHO3a OTAAJIEHHBIX Ppe3y/IbTaToB
CJIyXOpeueBOM peabmInTaIviy, KOTopas BaXKHA T
IUIAHUPOBAHUS IIeZJarOTUIeCKUX MEePOIIPUATUN.

TakuM 06pa3oM, pa3pabOTaHHBIE HAMU OPHUTH-
HaJIbHBIY QITOPUTM AUArHOCTUYECKUX U peabuinTa-
LIMOHHBIX MEPOIPUATUN y MAIEeHTOB C PAa3TNYHON
STUOJIOTUEN BPOXKAEHHON IVTyXOTHI ITO3BOJIAET pea-
JIN30BaTh IepCOHUGUIINPOBAHHBIA ITOAXOZ K IaIiy-
€HTaM U JOCTUYb ONTHUMATbHBIX PEe3YJIbTaTOB CIIYXO-
pevyeBOl peabWIUTAITIH.

ABTOpBI 3aSIBJIFIOT 00 OTCYTCTBUU KOH(IUK-
Ta UHTEPECOB.
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