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«3abonesanus cnexmpa ayoumopnoix neuponamui» (Auditory Neuropathy Spectrum Disorders,
ANSD) — cocmosinue cayxo8ot cucmemvl, nNpu KOMOPOM Y NAYUEHNA PELUCMPUPYIOMCSL OMMOAKYC-
muueckas smuccust (OAI) w/uru muxpopounvii nomenyuanr yaumxu (MITY), a kopomxoramenm-
Hvle cayxosvie svizsantvie nomenuuarv, (KCBII) omcymcmsyiom uiu 3HAUUMENOHO UIMEHEHDL.
B omauuue om netipocencoprol myzoyxocmu, npu KOMopol nOEPeKOeHbl HAPYKHbLE U BHYMPEH-
Hue gosockosvle Kiemku yaumku, npu ANSD napyxmnvie 6os10ckoevie kiemrku coxpannvt. Caox-
Hocmo evisenenuss ANSD u paznoobpasue KAuHuueckot CUMRIMOMATMUKU 3020 PACCMPOUCMEA
sampyonsiiom Juppepenyuanvuyio OuazHoCmMuUKy 3mozo 3a601e6aHUsS. ¢ HEUPOCEHCOPHOU MY20-
yxocmuio.

Ienv uccaedosanus. Cosepwencmeosanue duppepenyuarvron duaznocmuxu ANSD u neipo-
CEHCOPHOU MY20YyxOCmU nymem OnpedeseHus OCHOEHBLY AHAMHECMUUECKUX U AYOUOJI02UUECKUX
Kpumepuee.

Mamepuanvr u memodot. B ucciedosanue exaoueno 2 epynnvl nayuenmos: 0CHOGHAs epYnnd —
48 navyuenmoe ¢ deycmoponnum ANSD u xoumpoavuas epynna — 30 nayuenmoe ¢ 08ycmoponmeu
XPOHUUECKOU HEUPOCEHCOPHOU myzoyxocmyio. Beem nayuenmam 6ui10 6binoaHEHO: OUYeHKA OAHHBLY
anammesd, uMneOaHcomempus, MoHAIbHAsL NOPozosas ayouomempus, pezucmpavus OAI (3BOAI),
pezucmpayuss KCBII ¢ evidenenuem MIIY, pezucmpayus cmayuonapHvlX CAYXOBbLX Bbl36AHHBLX
nOMeHUUAL08.

Pesyrvmamot. Y nayuenmos ¢ ANSD uacmoma ecmpeuaemocmu HedOHOULEHHOCU, HU3KOU MACCHL
meaa npu poxoenuu, zunepburupybunemuu docmosepno sviue (p < 0,05), uem y nayuenmos ¢ neupo-
cencopnou myzoyxocmoio. Y nayuenmoe ¢ ANSD ne evisenrena mymavus 35delG 6 zene GJB2,
6 OmAuUUEe 0OM NAUUEHMOE C HelpoceHcopHou myzoyxocmwvio (y 23,3 % nodmeepixden zenemuue-
cxutl haxmop) (p < 0,05). Ayouosozuueckuti CKPUHUNZ HOBOPOKIEHHBLX ¢ 00EUX CMOPOH NPOUIeH
y 15 demeti (31,3 %) ¢ ANSD u auww 1 pebenra (3,3 %) ¢ netipocencopnou myzoyxocmuio (p < 0,05).
V' 8 nauuenmos (16,7 %) ¢ ANSD 3BOA3I 3apezucmpuposana npu nepsuunot ayouoiozuuecko
duaznocmuxe, 6 omauuue om Hetpocencopnou myzoyxocmu (3BOAD ne pezucmpuposanacs
y 100 % navuenmos) (p < 0,05). Ilopozu KCBII npu ANSD, 6 omiuyue om netipocencopHou myzo-
YXocmu, He coomeemcmeosaiu nosedenueckum nopozam cayxa. MIIY pezucmpuposaics na npa-
6om u nesom yxe y ecex navuenmos (100 %) ¢ ANSD u ocmasaics neusmennoim 6 npoyecce na-
br00enust, 6 omauuue 0m NAYUEHMOs ¢ HeUPOCEHCOPHOU MYz0yxocmyio, y komopwvix MIIY ne pe-
eucmpuposgaics ¢ 0syx cmopon (p < 0,05).

3axawouenue. Cmpykmypa ocHoeHvLX (haxmopos pucka myzoyxocmu y demet ¢ ANSD u neupo-
cencopnol myzoyxocmvio pasiuuna. Ilpu ouggepenyuanrvnoli ouaznocmuxe ¢ HeupoCceHCOPHOU My -
20YX0CmMbI0 00JIKHO YUUMBLBAMBCA 803MOKHOCMYb Ucue3nosenus 3BOAI npu ANSD. Pezucmpa-
yuss KCBII ¢ evidenenuem MIIY sensemcs naubosee unpopmamusuoimn memoodom OuazHoCmuxu
ANSD. Pezucmpavyuio MITY neo6x00umo npogodums 6cem nayuenmam, y KOmopvlx He pezucmpu-
pytomcs nuku KCBII npu maxcumaivnotl unmencueHoCmu CMuMyild 6He 3a6UcCUMOCMU Om pe3yib-
mamos pezucmpavuu OAI.

Katoueesuvie cioea: 3abosesanus cnekmpa ayoumopnvlx Heuponamull, Heupocencopuas myzo-
yxocmv, 0MOAKYCMUUECKAS IMUCCUS, KOPOMKOLAMEHMHBLE CLYXO06ble 6bl36ANHbIE NOMEHUUILbL,
MUKPODOHHBIL NOMEHUUAL YIUMKU.
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COMPREHENSIVE DIAGNOSIS OF HEARING IN CHILDREN
WITH AUDITORY NEUROPATHY SPECTRUM DISODERS
IN THE REPUBLIC OF BELARUS

Auditory Neuropathy Spectrum Disorders, ANSD is a state of the auditory system in which the pa-
tient has otoacoustic emissions (OAEs) and/or cochlear microphonic potential (CMP), and auditory
brainstem responses (ABRs) are absent or significantly reduced. In contrast to sensorineural hearing
loss, where the outer and inner hair cells of the cochlea are damaged, in ANSD the outer hair cells
are preserved. The complexity of ANSD detection and the variety of clinical symptoms of this disorder
make it difficult to differentiate this disease from sensorineural hearing loss.

Purpose. Improvement of the differential diagnosis of ANSD and sensorineural hearing loss
by defining the main anamnestic and audiological criteria.

Materials and methods. The research included 2 groups of patients: the core group — 48 patients
with bilateral ANSD and the control group — 30 patients with bilateral chronic sensorineural hearing
loss. All patients underwent assessment of the anamnesis data, impedance measurement, tone threshold
audiometry, registration of OAE (TEOAE), registration of ABR with allocation of CMP, registration
of stationary auditory evoked potentials.

Results. In patients with ANSD the incidence of prematurity, low birth weight, and hyperbiliru-
binemia is significantly higher (p < 0.05) than in patients with sensorineural hearing loss. In patients
with ANSD the 35delG mutation in the GJB2 gene was not identified, in contrast to patients with sen-
sorineural hearing loss (genetic factor was confirmed in 23.3 %) (p < 0.05). Newborn hearing screening
on both sides was conducted in 15 children (31.3 %) with ANSD and only 1 child (3.3 %) with sen-
sorineural hearing loss (p < 0.05). In 8 patients (16.7 %) with ANSD was recorded TEOAE during
the initial audiological diagnosis, in contrast to sensorineural hearing loss (TEOAE was not recorded
in 100 % of patients) (p < 0.05). In contrast to sensorineural hearing loss, the ABR thresholds in ANSD
did not correspond to the behavioral hearing thresholds. CMP was recorded on the right and left ear
in all patients (100 %) with ANSD and remained unchanged during the observation process, in contrast
to patients with sensorineural hearing loss, in whom CMP was not recorded on both sides (p < 0.05).

Conclusions. The structure of the main risk factors for hearing loss in children with ANSD
and sensorineural hearing loss is different. In the differential diagnosis with sensorineural hearing
loss, the possibility of TEOAE disappearance in ANSD should be taken into account. Registration
of ABRs with the allocation of CMP is the most informative method of ANSD diagnostics. CMP
registration should be conducted for all patients who do not have ABR peaks at the maximum stimulus
intensity, regardless of the OAE registration results.

Key words: Auditory Neuropathy Spectrum Disorders, sensorineural hearing loss, otoacoustic
emissions, auditory brainstem responses, cochlear microphonic potential.

BHaCTomuee BpeMS B rpynne HapyLeHWi 3ByKO- HapyweHune cayxa y nauneHTtoB ¢ ANSD BbI3BaHO

BOCMNPUMHMMAIOLLErO annapaTa NOSIBUACA HOBbIM  pPa3HbIMWU NPUYUHAMMU:

TEPMHWH - «3aboAeBaHWA CNeKTPa ayAMTOPHbIX Helpona- °* MOBPEXAEHWEM BHYTPEHHWX BOAOCKOBbIX KAETOK;

Tmi» (Auditory Neuropathy Spectrum Disorders, panee - * HapyLleHWEM CUHANTUUYECKOW Nnepepaun MexAy

ANSD) [1]. BHYTPEHHUMMW BOAOCKOBbLIMU KAETKAMW U AEHAPUTaMM
ANSD - cOCTOSIHME CAYXOBOW CUCTEMbI, MPU KOTOPOM ~ HEWPOHOB CMMPAAbHOIO FraHIAKS;

y NauMeHTa PermcTpupyroTca OTOaKyCTMYEeCKasa aMUCCUs * AECUHXPOHMU3aLMs BO3BYXAEHWNA BOANOKOH CAYXO-

(OA3) /A MMKPOGDOHHBIM noTeHuuan yautku (MI1Y),  Boro HepBa.

a KOPOTKOA@TEHTHbIE CAYXOBbl€ BbI3BaHHble MOTEHLMA- Y 0AHOrO MaumeHTa MoOXeT OblTb OAHO UAM HECKOAb-

Abl (KCBIT) oTCyTCTBYIOT MAM 3HAUUTEABHO M3MEHEHDI [2]. KO M3 MEPEUYNCAEHHbIX HAPYLLEHNUN.

B oTAMUME OT HEMPOCEHCOPHOM TYrOYXOCTH, MPU KOTOPOM K OCHOBHbIM pakTopam pucka, BbidbiBatoLLmm ANSD,

NOBPEXAEHbI HAPYXXHbl€ 1 BHYTPEHHWE BOAOCKOBbIE KAET-  OTHOCAT:

KM YAUTKK, Npru ANSD HapyXHble BOAOCKOBbIE KAETKM CO- * HEAOHOLIEHHOCTb (3ab0AeBaHUE vallle BCTPEYaeT-

XPaHHbI. €Ay rh\yBOKOHEAOHOLLEHHbIX AETEN CO CPOKOM recTauuu
Mo AuTepaTtypHbIM AaHHbIM, OKOAO 10 % aeTel, po-  MeHee 32 HEeAeAb);

AMBLUMXCA C HEMPOCEHCOPHOM TYrOyXOCTbIO, MOTYT UMETb ° MaAbll Bec pebeHka Mpu POXAEHUU (MeHee

ANSD. 37101 nokasaTteAb nosbiwaetcs A0 15-20 %y pe- 1500 r);

TEW C BbIPaXXEHHOW CTENEHbIO Tyroyxoctn [3-5]. e runepbuampybrHemuto (6oree 350 MKMoAb/A) [6];

72



MEAVLMHCKUA XXYPHAA 2/2022 I

* reHeTuMyeckas naronaorus [7, 8J;

* BPOXAEHHbIE MOPOKM Pa3BUTUSA.

OCHOBHbIM KAMHUYeCKUM nposiBaAeHeM ANSD aBAseT-
CSl CEHCOHEBPAAbHOE CHUXEHME CAYXa Pa3HOM CTEMEHU
BbIP@XXEHHOCTU C COXPaHHOM YHKLIMEN HAPYXXHbIX BOAOC-
KOBbIX KAETOK. CTeNeHb CHUXEHMUSA CAYXa MOXET BapbUpo-
BaTb OT NOYTM HOPMbI AO FAYXOTbl, MOXET TaKXe GAOKTYH-
poBaTb y OAHOIO M TOrO Xe NauueHTa, npuyem pasdbopuu-
BOCTb peur MOXET 6bITb HapyLLEHA HEMPOMNOPLMOHAABHO
cteneHu Tyroyxoctu [9, 10].

XapakTepHbiM aAst ANSD siBasietcs 1o, uto OAS y peTein
MOXET MCYE3HYTb CO BPeMeHeM, B TO Xxe Bpems MY
COXpaHAETCs, @ NOPOru CAbILLMMOCTU He MeHstoTes [11].

CnoxHOCTb BbifiBAeHKA ANSD 1 pasHoobpasune KAK-
HUYECKOM CMMNTOMAaTMKK 3TOr0 PacCTpPoOMCTBa 3aTPyA-
HSIOT AMPdEPEHLManbHYO AMArHOCTUKY 3TOro 3abone-
BaHWA C HEMPOCEHCOPHOWM TYrOyXOCTbHO.

AHaAM3 pa3AnyHbIX GaKTOPOB PUCKa, aHaMHeCcTHYe-
CKMX A@HHbIX, ayAMOAOTMYECKNX KPUTEPUEB AGHOT BO3MOX-
HOCTb BbISICHUTb 0c0B6eHHOCTM ANSD, yTOYHUTL naTtore-
He3 HapyLUEHWIN 1 YCOBEPLLEHCTBOBATb AMGPEpPEHLMAND-
HYH AMArHOCTUKY 3TOro 3aboAeBaHuMs.

Lilenb ucchepoBaHUA — COBEPLUEHCTBOBaHWE Andde-
peHunanbHOM AnMarHoctukn ANSD M HEeMpOoCeHCOpPHOM
TYrOyXOCTW MyTEM OMNPEAEAEHUA OCHOBHbIX aHaMHECTH-
YECKMX M ayAMONOTUUYECKUX KPUTEPUEB.

Martepuan v MeToAbI

B nccnaepoBaHue BKAKOUEHO 78 nauneHToB (45 Manb-
UMKoB (57,7 %) 1 33 peBoukK (42,3 %)) B BO3pacTe oT 4 me-
caueB A0 9 aeT (M - 1,8 (0,9-3,5). bbian choopmupoBa-
Hbl 2 rpynnbl NALMEHTOB: OCHOBHAas rpynna - nauueHThbl,
Y KOTOPbIX AMarHoctmpoBaHa ABYCTOPOHHAS ANSD 1 KOHT-
pPOAbHas rpynna — nauMeHTbl C ABYCTOPOHHEN XPOHUYe-
CKOM HEMPOCEHCOPHOM TyroyxocTbto. OCHOBHYHO rpynmny
coctaBuAn 48 naumeHToB (61,5 %) B BO3pacTe oT 4 me-
caueB A0 9 neT (M - 2,45 (1-4,4)), KOHTPOABHYHO rpynny —
30 nauueHToB (38,5 %) B Bo3pacTte oT 4 MmecAueB A0 6 AeT
(M -1,4(0,75-3,2)).

KpuTtepnem noctaHoBKK aAnarHosa ANSD 6biAK:

* Hannune OA3 n/van MITY;

* OTCYTCTBUE UAU 3HAUUTEABHO U3MeEHEHHbIe KCBIT.

Bcem nauneHTam 6bIA0 BbIMOAHEHO:

1. OueHKa AaHHbIX aHamMHe3a - MCMOAb30BaAUCH
aHKeTbI, yuuTbiBaloLIMe Brorpadruyeckne AaHHble, 0CO-
6eHHOCTW NpoTEKAHUSI BEPEMEHHOCTU 1 POAOB, HAaAUUKNE
$aKTOpOB pUCKa MO TYroyxoCcTn WU APYrux NaToOAOruUsX,
AMHaAMUKY CAYXOPEUYEBOro U NCUXOMOTOPHOIO Pa3BUTUSA
pebeHka.

2. UmnepaHcomeTpus. MpoBoanan Ha annapate AC 40
(«Interacoustics A/S», AaHus).

3. ToHanbHass noporosas ayaMometpus. [poBoan-
Aacb Mo CTaHAAPTHOM METOAUKE B CrielmnanbHO 060pyAO-
BaHHOM 3BYKOM30AMPOBAHHOM KabUHETE C MOCAEAYHOLLEN
OLEHKOW NMOPOroB 3BYKOBOCMPUATUS Ha yactoTax 125,
500, 1000, 2000, 4000 1 6000 Tu. Aetam A0 3 AT Npo-
BOAMAACH ayAUOMETPUSA CO 3PUTEABHBIM MOAKPENAEHUEM.
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4. Peructpaums OA3 (3apepXaHHYH BbI3BaHHYHO
OA3 - 3BOADJ). lNpoBoanAn Ha cucteme Eclipse EP15
(«Interacoustics A/S», AaHus).

5. Peructpauusa KCBIT ¢ BbiaeneHrem MIY. MpoBo-
AMAM Ha cucteme Eclipse EP15 («Interacoustics A/S»,
Aanun). Ans BbiaeneHua MIY npu pernctpaummn KCBI
MCNOAb30BaAU TEAEDOHbBI C BHYTPUYLLIHBIMW 3BYKOBOAA-
Mu. 3anmcb KCBIT npoBOAMAKM C UICMOAB30BAHMEM CTUMY-
AOB Pa3HOM MOASIPHOCTM (C HaYaAbHbIMKU dasamu paspe-
XEHUS U CrylleHus) MHTeHcuBHOCTbIO 80-100 aAb HIIC
C HakOMAEHMEeM OTBETOB B pa3Hble SYEVMKM NamaTu.
Mpun 3TOM HabAoAaAM MHBEPCUIO NnkoB MITY. Anst Andde-
peHunaummn MIY oT apTedakTta CTUMyAa NMPOBOAUAU Ta-
KYI0 Xe 3amnuncb, HO C OTBEAEHHBIM MAW MepexXaTbiM 3BY-
KOBOAOM, MPW 3TOM COXPaHAs TO Xe NOAOXEHUE Tenedo-
Ha. Perncrpaums Tex xe noTeHUManoB Npu OTBEAEHHOM
WUAW MEPEXaTOM 3BYKOBOAE YKa3blBaeT Ha TO, YTO 3TO
apTedaKkTt cTMumyna. MicuesHoBeHWe OTBETa CBUAETEAb-
CTBYET O HAAUYMM UCTUHHOTO MITY [14].

6. Perucrpaumsi CTaumMOHapHbIX CAYXOBbIX Bbl3BaHHbIX
noteHunanoB (Auditory Steady-State Response, panee
ASSR). lNpoBoanAn Ha cucteme Eclipse EP15 («ntera-
coustics A/S», AaHuA) Ha uacTtotax 0,5, 1, 2 u 4 Kl
AO MaKCMMaAbHOM MHTEHCMBHOCTU cTuMyAa 100 ab HIC.

AAS CTATUCTUUYECKOrO aHaAn3a UCMOAb30BaAM NakeT
NpUKAaAHbIX nporpamm Statistica 10.0. KoanuecTBeH-
Hble A@HHble, HE COOTBETCTBYIOLLME HOPMAAbHOMY pac-
npeAeneHunto, NPeACTaBAEHbl MEAMAHOW U MHTEpPKBap-
TUABHBIM AMana3oHOM. B KauecTBe rpaHuL, ctatucTmye-
CKOM 3HAUYMMOCTU NpuHUManmi p < 0,05.

Pe3yabTaTthl U 06CyXXAeHUE

MpoBeaAeH CpaBHWUTEAbHbIM aHaAM3 YacToTbl BCTpe-
4YaeMOCTU OCHOBHbIX GAKTOPOB PUCKa TYrOyXOCTU Y AETEN:

* HEAOHOLLEHHOCTb;

* MaAblil BeC pebeHKa Npu POXAEHUMU;

* runepbuAnpybUHEMHUS;

* BPOXAEHHbIE NMOPOKN Pa3BUTUS;

° reHeTMyecKas naTtoAorus.

Mpu oueHKke paKTopoB prcka Hanbonee pacnpocTpa-
HEHHOW B aHamMHe3e Oka3anacb HEAOHOLWEHHOCTb. AaH-
Hble NPEACTaBAEHbl Ha PUCYHKe 1.

YctaHoBAEHO 3Hauumoe (p < 0,05) npeobrapaHue
HEAOHOLLIEHHOCTM B aHamHese y naumeHtoB ¢ ANSD:
AO 36 Hepenb rectaumu 28 naumeHToB (58,3 %) ¢ ABY-
CTOpOHHUM ANSD 1 7 naumeHToB (23,3 %) C HEMpOCeH-
COPHOM TYrOyXxoCTbHO.

YacTota BCTpEUYaeMOCTU HOBOPOXAEHHbIX C HU3KOM
mMaccon Tena cpear naumeHToB ¢ ANSD 1 HelpoceHcop-
HOW TYrOyXOCTbtO MPEACTABAEHA Ha PUCYHKeE 2.

BbisBAeHO, uto 27 naumeHToB (56,3 %) ¢ ANSD 1 8 na-
LMEHTOB (26,7 %) C HEMPOCEHCOPHOW TYrOYXOCTbIO MMe-
AW Maccy TeAa npu poxaeHnn meHee 2500 1 (p < 0,05).

BbisiBAEHO 3HauMMoe npeobrapaHUe NauMeHToB, Ha-
XOAMBLUMXCSI HA UCKYCCTBEHHOW BEHTUASILMU AETKUX U MPK-
HMMaBLLWX OTOTOKCHMYECKUE aHTUOAKTEPUAAbHbIE AEKap-
CTBEHHbIE CPEACTBA B OTAEAEHWU UHTEHCUBHOM Tepanmu
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Puc. 1. YacTtoTa BCTpeUaeMoCTU HOBOPOXAEHHbIX C MaAblM CPOKOM rectauuu cpeam nauneHToB ¢ ANSD v HEMPOCEHCOPHOW TYroyxocCTtbto
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Puc. 2. Yactota BCTpEYaeMOCTM HOBOPOXAEHHbIX C HU3KOWM Maccoi Tena cpean naumeHtoB ¢ ANSD 1 HEMPOCEHCOPHOM TYroyXoCTbio

1 peaHnmaumn (25 naumeHtoB (52,1 %) ¢ ANSD u 5 na-
umeHToB (16,7 %) C HEMPOCEHCOPHOM TYroyxocCTbto
(b < 0,05)).

YacTtota BCTPEUYaeMOCTH rMnepbruArpybruHeMmmn cpeam
HoBOpPOXA€EHHbIX ¢ ANSD cocTaBuaa 62,5 % (30 naumnen-
TOB), YTO AOCTOBEPHO Bbiwe (p < 0,05), uem cpean HOBO-
POXAEHHbIX C HEMPOCEHCOPHOM TyroyxocTbto (y 11 na-
umeHToB - 36,7 %).

B tabamue 1 npeacTaBAeHbl pe3yAbTaTbl MPOBeEAE-
HUSI MOAEKYAIPHO-TEHETUUYECKOTO UCCAEAOBAHUSA Ha HO-
cutenbcTBO MyTaumm 35delG B reHe GJB2 cpeaun naumen-
TOB ¢ ANSD 1 HEMPOCEHCOPHOM TYroyXOCThHO.

5 naupnentam ¢ ANSD n 10 naumMeHTam ¢ HEMPOCEH-
COPHOW TYrOyXOCTbO MPOBEAEHO MOAEKYASIPHO-TEHETUYE-
CKOE UCCAEAOBaHME Ha HOCUTEeAbCTBO MyTauun 35delG

B reHe GJB2.Y 7 nauneHToB (23,3 %) C HEMPOCEHCOPHOW
TYroyXoCTbtO NoATBEpXAeHa MyTauust 35delG B reHe GJB2,
B OTAMuMe oT naumeHToB ¢ ANSD, y kotopbix B 100 % cay-
yaeB AaHHas MyTaums otcytcTBoBaAa (p < 0,05).

CTpyKTypa conyTCTBYHOLUMX 3aDOAEBAHMI Yy NaLMEH-
T0B ¢ ANSD 1 HEMPOCEHCOPHOWM TYrOyXOCTbtO NPEACTaB-
AeHa B Tabauue 2.

Cpeau naupeHToB ¢ ANSD He BbIIBAEHO AOCTOBEPHO
3HauMMoro npeobrapaHMs COMyTCTBYHOLLIMX 3ab0oAEBaHUI
(p > 0,05). Tak, peTMHONaTUA HEAOHOLLEHHbIX PETUCTPU-
poBanacbk y 10 naumeHToB (20,8 %) ¢ ANSD 1 4 naumeH-
T0B (13,3 %) C HEMPOCEHCOPHOWM TyroyxocTbto (p > 0,05),
AETCKUI LepebpanbHblit napanny (ALLM) y 6 nauneHToB
(12,5 %) ¢ ANSD n y 2 nauneHToB (6,7 %) C HEMPOCEH-
COpHOM Tyroyxoctbto (p > 0,05), BPOXAEHHbIE MOPOKM

Tabanua 1. HocuteabcTBo MmyTauuu 35delG B reHe GJB2 y nauneHToB ¢ ANSD 1 HEMIpOCEHCOPHOM TYroyXoCTbiO

ANSD (n = 5) HelpoceHcopHas Tyroyxoctb (n = 10)
OtcytcTByeT MyTaumus 35delG B reHe GJB2 5 (100 %) 10 %
MoatBepxaeHa myTaumnsa 35delG B reHe GJB2 0% 7 (23,3 %)

Tabauua 2. CTpyKTypa conyTcTByOLWMUX 3ab6oreBaHui y nauueHToB ¢ ANSD U HEMPOCEHCOPHOM TYroyxoCTbio

ANSD (n = 48) HeWpoceHcopHas Tyroyxoctb (n = 30)
PeTvHONaTMs HEAOHOLLEHHbIX 10 (20,8 %) 4 (13,3 %)
AuUn 6 (12,5 %) 2 (6,7 %)
BpoXAeHHbIe MOPOKK Pa3BUTUA cepaLia 4 (8,3 %) 2 (6,7 %)
BAA 4 (8,3 %) 1(3,3 %)
mapouedanns 3 (6,25 %) 1(3,3%)
BpoXAEHHbIE MOPOKK Pa3BUTUA KULIEYHWKA 5 (10,45 %) 0%

74



MEAVLMHCKUIA XXYPHAA 2/2022 I

OpuruHaJbHble HAYYHbIE ITyOJIHKAIMU

6,7%
cTapue 5 71eT K A AN 21%

2 0,
3-4rona R s 27%

1-2ropa !
fo lropa

0% 5% 10% 15%

B HelipoceHcopHas TyroyxocTb

20%

40%
25%

33,3%
27%

25% 30% 35% 40% 45%

w’ ANSD

Puc. 3. BoapacTt nepBuuHom AnarHocTkn ANSD 1 HEMPOCEHCOPHOM TYroyXocTu

passutna cepaua - y 4 naumeHtoB (8,3 %) ¢ ANSD
M 2 naumeHToB (6,7 %) C HEMPOCEHCOPHOM TYrOyXOCTbtO
(p > 0,05), 6poHxo-rerouHasn amcnaasus (BAD) y 4 naupen-
TOB (8,3 %) ¢ ANSD 1y 1 naumeHnTa (3,3 %) C HEMPOCEH-
COpHoM Tyroyxoctbto (p > 0,05), ruapouedanuns y 3 na-
LUMeEHTOB (6,25 %) ¢ ANSD 1 1 naumneHTa (3,3 %) C HeWpo-
CEHCOPHOM TyroyxocTbto (p > 0,05). Ocobblli MHTEpEC
npeactaBAseT ToT ¢akT, yto y 5 naumnenHtoB (10,45 %)
¢ ANSD BbISiIBA€HbI BPOXAEHHbIE MOPOKM Pa3BUTUS KMLLIEY-
HWKa (2 naumeHTa (4,2 %) onepupoBaHbl NO NOBOAY BPOX-
AEHHOW aTpe3uun NULEBOAA, ¥ 3 nauueHToB (6,25 %) -
XMPYPruyeckoe AeYeHMe HEKPOTUUYECKOTO SHTEPOKOANTA).
Cpean naumMeHTOB C HEMPOCEHCOPHOW TYroyXoCTbtO na-
LIMEHTOB C BPOXAEHHBIMU NMOPOKaMM KULLEYHUKA He ObIAO.

Takrum 06pa3oMm, CTPYKTypa OCHOBHbIX $GakKTopoB
pucka Tyroyxoctn y aeter ¢ ANSD 1 HEMPOCEHCOPHOM
TYrOyXOCTbtO pa3AMyHa.

BospacT nepBuuHOM anarHocTuk ANSD n Henpo-
CEHCOPHOM TYrOoyxoCTu NPEACTaBAEH Ha pUCYHKe 3.

Mpn aHaAn3e BO3PACTHOINO Nepuopa AMarHOCTUKM
TYrOyXOCTU He BbISBAEHO CTATUCTUUYECKKM 3HAUMMON pa3-
HUUbl (p > 0,05) cpean nauneHToB ¢ ANSD 1 HeMpoceH-
COpPHOW TyroyxocTbto. Tak, y 13 naumeHToB (27 %) c ANSD
1 10 naumeHToB (33,3 %) C HEMPOCEHCOPHOWM TYrOyXOCTbIO
CHUXEHME CAyXa ObIAO BbIABAEHO Ha NMePBOM FOAY XM3-
HU (p > 0,05), y 12 naumeHToB (25 %) ¢ ANSD n 12 na-
uneHtoB (40 %) C HEWPOCEHCOPHOW TYroyxXxoCTblO -
o1 1 A0 2 neT (p > 0,05), y 13 naumeHToB (27 %) ¢ ANSD
1 6 naumeHToB (20 %) C HEMPOCEHCOPHOM TYrOYXOCTbIO —
oT 3 A0 4 neT (p > 0,05), y 10 naumneHToB (21 %) ¢ ANSD
1 2 naumeHToB (6,7 %) - ctaplie 5 aeT (p > 0,05).

Pe3yAbTaTbl NPOBEAEHMS ayAMOAOTMUYECKOTO CKPU-
HWHIra HOBOPOXAEHHbIX NMPEACTaBAEHbI B Tabanue 3.

YcTaHoBAEHO, uTo 15 aeTer (31,3 %) ¢ ANSD v AnLb
1 pebeHok (3,3 %) ¢ HEMPOCEHCOPHOW TYroyXoCTbtO
MPOLWIAM ayAMOAOTUUYECKMUI CKPUHWHI HOBOPOXAEHHbIX
¢ 06eunx cTopoH (p < 0,05). Y 19 aeteit (39,5 %) ¢ ANSD
1 20 naumeHToB (66,7 %) C HEMPOCEHCOPHOM TYrOyXOCTbIO
OA3 He perucTpupoBanach ¢ 06enx ctopoH (p < 0,05).

He BbiIgsBA€HA 3HauMmas pasHuua (p > 0,05) cpeau
naumveHToB ¢ ANSD 1M HEeMpOCEeHCOPHOM TYyroyxoCTbtO,
KOTOPbIM ayAMOAOTMUYECKUIA CKPUHUHT HOBOPOXAEHHbIX
He BbINOAHAAM: 14 naumeHTam (29,2 %) ¢ ANSD 1 9 na-
uueHTam (25 %) ¢ HEMPOCEHCOPHOM TYrOyXOCThHO.

AaHHble pernctpaumm 3BOAS npu nepBUYHON Anar-
HocTuKe B PHIIL, OTOPMHOAQPUHIOAOTMWN MPEACTABAEHbI
B Tabauue 4.

Mpu aHanmse peructpaunn 3BOAS npu nepBUUHOM
AyAMOAOTUYECKON AMArHOCTUKE BbIIBAEHO CTAaTUCTUYECKM
3Haunmoe (p < 0,05) npeobrapaHue pernctpaumm 3BOAI
cpeay naumeHToB ¢ ANSD (8 naumeHToB (16,7 %)), B OTAK-
uMe OT HeWpOoCeHCOpPHOW TyroyxocTu (3BOAD He peru-
ctpupoBanacbk y 100 % naumeHTtoB). Y naupeHtoB ¢ ANSD
AMarHo3 6biA ycTaHOBAEH BAaaropaapst pervctpauun MMy
npu NpoBeAeHuun peructpaunmn KCBI.

Mpn NOBTOPHOM ayAMOAOTMUYECKON AMATHOCTUKE CTa-
TUCTUUYECKM 3HAUMMBbIX pasAnuuii peructpaumm 3BOAI
cpeav naupeHToB ¢ ANSD 1 HEMPOCEHCOPHOM TYroyXOCThbio
He BbIABAEHO (p > 0,05).

Y nauMeHToB C HEMPOCEHCOPHOM TYrOyXOCTbIO MOPOrK
KCBI pernctpMpoBanmncb C ABYX CTOPOH Y BCEX MaLMEH-
T0B (100 %) 1 6bIAV NPONOPLMOHAABHbI MOBEAEHUYECKUM

Tabanua 3. Pe3yabTaThl NPOBEAE€HUSI ayAMOAOTMUECKOT0 CKPUHUHIA HOBOPOXKAEHHbIX Y nauueHToB ¢ ANSD
M HEMPOCEHCOPHOM TYroyXoCTbio

ANSD (n = 48) HelpoceHcopHas Tyroyxoctb (n = 30)
AYAMOAOTUUYECKUI CKPUHUHT HOBOPOXAEHHbIX MPOMAEH 15 (31,3 %) 1(3,3 %)
AYAMONOTUYECKUI CKPUHUHT HOBOPOXAEHHbIX HE NPONAEH 19 (39,5 %) 20 (66,7 %)
AYAMOANOTUYECKUI CKPUHUHT HOBOPOXAEHHbIX HE BbIMOAHAAM 14 (29,2 %) 9 (30 %)

Tabauua 4. Peructpauus 3BOAI y naumeHToB ¢ ANSD U HEHPOCEHCOPHOM TYrOyX0CTbIO

ANSD (n = 48)

HelpoceHcopHas TyroyxocTb (n = 30)

MpaBoe 1 AeBoe yxo

MpaBoe UAK AeBOE yXO

MpaBoe v AeBOE yXO

MpaBoe UAK AeBOE yXO

Peructpauusi 3BOA3 npu nepBUUYHON AMArHoCTUKe

8 (16,7 %)

1(2,1%)

0%

0%

Peructpauna 3BOA3 npu NOBTOPHOM AUArHOCTUKE

3 (6,25 %)

2(4,2%)

0%

0%
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noporam cayxa, B otanume ot ANSD, npu kotopom pe-
rTMCTPUPOBAAUCH MOPPOAOTMUYECKU M3MeHEHHble KCBII
y 18 naumeHToB (37,5 %) (p < 0,05). ¥ 30 nauneHTOB
(62,5 %) ¢ ANSD noporun KCBI1 He pernctpupoBaAmChb.
Mpu AMHaMuueckom HabatopeHun y Beex aeteirt ¢ ANSD
M HEMPOCEHCOPHOWM TYrOoyxoCTbto pe3yAbTaTbl PerMcTpa-
unm KCBI1 octaBanMCb HEM3MEHHbBIMMW.

MIY pernctpupoBancsi Ha NpaBoOM W AEBOM yXxe
y Bcex naumeHToB (100 %) ¢ ANSD u octaBancst HEM3MEH-
HbIM B npouecce HabAIOAEHUS, B OTAMYME OT NaLMEHTOB
C HEMPOCEHCOPHOM TYrOoyX0CTbto, Y KOTOpbIX MITY He pe-
rMCTPUPOBAACS C ABYX CTOPOH B npouecce HabAAEHUS
(p < 0,05).

Y 32 petent (67,6 %) ¢ ANSD u 30 peten (100 %)
C HEMPOCEHCOPHOMN Tyroyxoctbto ASSR peructpuposa-
AACb Ha BCEX UCCAeAOBaHHbIX yacToTtax (p < 0,05). Y ae-
Te C HEMPOCEHCOPHOM TYroyXxoCTbto, B OTAMYME OT na-
umeHtoB ¢ ANSD, noporn ASSR cooTBeTCTBOBaAW NOPO-
ram KCBIT.

[AaHHble TOHaAbHOM NMOpPOroBoO ayAMOMETPUK B 06CAe-
AOBaHHOM rpynne nauneHToB ¢ ANSD BapbupoBau
OT | CTENEHM TYroyxOoCTH AO FAYXOTbl MU HE COOTBETCTBOBA-
A noporam KCBI. Y peTert ¢ HEMPOCEHCOPHOM TYroyxo-
CTbIO NMOBEAEHYECKMIA MOPOr CAyXa COOTBETCTBOBAA MNo-
poram KCBIT 1 ASSR y Bcex nauuMeHTOoB.

Mpv npoBeAeHUM TUMNAHOMETPUN Y BCEX NALMEHTOB
¢ ANSD 1 HEMPOCEHCOPHOM TYrOyX0OCTb PEMMCTPUPOBA-
AaCb TUMMN@HorpamMmma tmn A ¢ ABYyX CTOPOH. AKycTuue-
CKUI pedreKkc He BbIA 3aperucTpupoBaH y 44 naumex-
ToB (91,7 %) ¢ ANSD 1 22 naumeHToB (73,3 %) ¢ Helpo-
CEHCOPHOM TyroyxocTbto (p < 0,05). Y 4 naumeHToB (8,3 %)
¢ ANSD v 8 naumeHToB (26,7 %) ¢ HEMPOCEHCOPHOM TY-
FOyXOCTblO aKyCTUUYECKUM pedAeKC 3IaperncTpupoBaH
Ha yacTtoTte 500 Iy (p < 0,05).

3akAtoueHue

1. Y naumeHToB ¢ ANSD yacTtoTa BCTPEYaeMOCTH He-
AOHOLLEHHOCTH, HU3KOW MaccChbl TeAa MPU POXAEHWH, TU-
nepbuAnpybuHeMnUm A0CToBEPHO Bhille (p < 0,05), uem
Y NaUMEHTOB C HEMPOCEHCOPHOM TYrOyXOCTbHO.

2. BbiiIBAEHO 3HauMMoe npeobrapaHne NauMeHToB,
HaXOAMBLUMXCHA HaA MCKYCCTBEHHOM BEHTUASILMM AETKMX
W NPUHUMAaBLLMX OTOTOKCUMUYECKWE aHTMDaKTEpHaAbHbIe
AEKaPCTBEHHbIE CPEACTBA B OTAEAEHUN UHTEHCUBHOW Te-
panuu u peaHnmaumun (25 naumeHtoB (52,1 %) ¢ ANSD
1 5 naumeHToB (16,7 %) C HEMPOCEHCOPHOM TYrOyXOCTbHO
(p < 0,05)).

3. Y naupeHToB ¢ ANSD He BbisiBAeHa MyTauus 35delG
B reHe GJB2, B 0TAMUME OT NALMEHTOB C HEMPOCEHCOP-
HOM TYroyxocTbto (y 23,3 % NOATBEPXAEH FEHETUUECKUN
dakTop) (p < 0,05).

4. He BbISSBAEHO AOCTOBEPHO 3Hauumoro (p > 0,05)
npeobrapaHUsi TakMX COMYTCTBYHOLLMX 3aO0AEBaHUI, KakK:
peTMHonaTusa HepoHoLWeEHHbIX, AL, BAA, BPOXAEHHbIX
NOPOKOB cepAaLa, rmapouedasnn cpear naumeHtTos ¢ ANSD
N HEMPOCEHCOPHOM TYrOYyXOCTbHO.

5. MNpun aHaAM3e BO3PaCTHOro Nnepropa AMarHoCTUKK
TYrOyXOCTU HE BbISIBAEHO CTATUCTUUYECKM 3HAUMMOWN pas-
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HUUbI cpean naumeHToB ¢ ANSD 1 HEMPOCEHCOPHOM Ty-
royxoctbto (p > 0,05).

6. AYAMOAOTMYECKUA CKPUHWHI HOBOPOXAEHHbIX
¢ 06eunx cTopoH nponpeH y 15 aeten (31,3 %) ¢ ANSD
M Mmwb 1 pebeHka (3,3 %) ¢ HENPOCEHCOPHON Tyro-
yxocTbio (p < 0,05).

7. Mpn NepBUYHOM ayAMOAOTMYECKOM AMArHOCTUKE
BbIABAEHO CTATUCTUUYECKMU 3Hauumoe (p < 0,05) npeob-
AapaHue pernctpaummn 3BOA3 cpean naumeHToB ¢ ANSD
(8 naumeHTOB (16,7 %)), B OTAMYME OT HEMPOCEHCOPHOMN
Tyroyxoctn (3BOA3 He peructpupoBanacb y 100 % na-
umeHToB). Mpu AnddepeHLManbHON AMArHOCTUKE C HEMPO-
CEHCOPHOWM TYroyXoCTbi AOAXKHA YUMTbIBATbCA BO3MOX-
HOCTb Mcue3HoBeHuA 3BOAI npun ANSD.

8. Y naumeHToB ¢ HEMPOCEHCOPHOM TYrOyXOCTbtO MO-
porn KCBI1 pernctpnpoBan1ch ¢ ABYX CTOPOH y BCEX Na-
uneHToB (100 %) 1 HGbIAM NPOMNOPLIMOHAALHbI NOBEAEH-
YeCKUM Moporam cayxa, B otamume ot ANSD, npu KoTo-
POM PErncTPUPOBaANCb MOPPOAOTUUECKU UBMEHEHHbIE
KCBIM y 18 naumenTtoB (37,5 %) (p < 0,05).

9. MIY peructpupoBaAcs Ha NPaBOM U AEBOM yXe
y Bcex naumeHToB (100 %) ¢ ANSD 1 octaBancs HEM3MEH-
HbIM B npouecce HabAIOAEHMS, B OTAMUME OT NaLMEHTOB
C HEMPOCEHCOPHOM TYroyXocCTbto, Y kKoTopbix MIY He pe-
TMCTPUPOBAACS C ABYX CTOPOH (p < 0,05).

10. Y peTelt ¢ HEMPOCEHCOPHOW TYrOyXOCTbtO, B OTAU-
une ot naumeHToB ¢ ANSD, noporn ASSR coOTBETCTBO-
BanuK noporam KCBIT.

11. AaHHble TOHAAbHOW MOPOroBOM ayAMOMETPUU
cootBeTcTBOBaAM noporam KCBI 1 ASSR y Bcex naumen-
TOB C HEMPOCEHCOPHOM TYroyXoCTbto, B 0TAMuMe oT ANSD,
Yy KOTOPbIX MOBEAEHUYECKME MOPOrK CAyXxa BapbUpOBaAm
OT | CTENEHU TYroyXOCTH AO TAYXOTbl U HE COOTBETCTBOBA-
A noporam KCBIT.

12. Y Bcex nauneHtoB ¢ ANSD 1 HEMPOCEHCOPHOM
TYrOYyXOCTbIO PErMCTPMpPOBaAaCh TUMNAHoOrpaMmma Tmn A
C ABYX CTOPOH.

13. AKYCTUYECKHI pedreKc He BbIA 3aperncTprupoBaH
y 44 naupenToB (91,7 %) ¢ ANSD 1 22 naumneHToB (73,3 %)
C HEMPOCEHCOPHOM TyroyxocTbto (p < 0,05).
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