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Pesiome

BeepeHue. [InarHocTvka u NporHo3 peabunutaumm aetei ¢ 3aboneBaHUsIMK CnekTpa ayAMTOpHbIX Herponatuii (ANSD) ycnox-
HSAKTCS BapvabenbHOCTbIO TEUEHWUS U Pe3yNbTAaTOB CIyXONpoTe3npoBaHus. [eHeTUYeckne UCCNensoBaHUS NO3BOSKOT YTOYHUTD
YPOBEHb NMOPAXKEHMUS U MPOrHO3MPOBATb UCXOLbl KOXIEAPHOW UMMIAHTALMK.

Lenb. MpoBectv cpaBHWUTENbHbIM aHANU3 AyAMONOTMYECKOTO Npodus NauneHToB Ans pa3paboTku KpUTepueB paHHen aua-
rHocTmukn ANSD.

Matepuansl u MeToabl. B Hawem nccnenoBaHumn obcnenoBaH 21 pebeHok ¢ HapylleHueM ciyxa (CpeaHuii Bospact — 6,25 £ 4,15 rona).
Bcem npoBeneHo KNMHMKO-ayaMonorMyeckoe U MosekynsipHoO-reHeTuYeckoe 0bcienoBaHue, a Takke poauTensM Beex Aeteit Hbiio
NpeasioKeHO OTBETUTb HA BOMPOChI OMPOCHMKa SF-36. Mo pe3ynbrataM reHeTMYeCKoro TeCTUPOBAHMS MaLMEHTbl pa3feneHbl Ha ABe
rpynnel: 1-g rpynna (12 peten) — ¢ reHeTUYECKU AeTepMUHMPOBaHHbIMKU dhopMamm ANSD, 2-9 rpynna (9 neten) — ¢ MHbIMU akTopaMu.
Pesynbtathl u 06cyxpeHue. Mo pesynbtataM MoneKynsipHo-reHeTnyeckoro TectupoBanus y 12 (57%) neteit ¢ ANSD 6biam BbisiB-
NIeHbl BapWaHTbl HYKNeOTUAHON nocneaoBatenbHocTn reHoB OTOF (24%), CDH23, TMC1, COL11A1, PRPS1 v HOMER?2 (cpean HuX
8 paHee He onucaHHbIX). Y Bcex nauneHtoB ¢ OTOF-accoummnpoBaHHor ANSD pernctpupoBanach 3afepxaHHas Bbl3BaHHas OTO-
akyctnyeckas amuccus (3BOA3) B otmume ot apyrux rpynn. O6HapyxeHbl CTaTUCTUYECKM 3HAYMMble Pa3nMuns B napaMeTpax
OTOAKYCTMYECKOM 3MUCCUMU M PACXOXKAEHMMN MEXAY rpynnamMu 1 AaHHbIMK ayanometpum n ASSR-Tecta y aeteit ¢ ANSD-rpynnamm.
B HaweM nccnenoBaHMm poauTenu AeTel C reHeTUYeCcku 0ByCI0BNEHHbIM HApYLLEHWEM ClTyXa AEMOHCTPMPOBANK Honee BbICOKYH
OLLEHKY Ka4yeCTBa XM3HM, YeM poamTenu naumentoB ¢ ANSD apyroi sTuonorum.

BobiBoabl. HecMoTps Ha reHeTuyeckyto reteporeHHoCTb ANSD, BefyLLYyH 3TUONOMMYECKYH POSib Urpanm NaTtoreHHble BapuaHTbl reHa OTOF.
Perucrpaumsa 3BOAS aensetcs cneumduyHbiM Mapkepom OTOF-onocpenosaHHoM ANSD. Pe3ynbtaTbl MCCNeA0BaHMS MOATBEPXKAAIIT, YTO
BHELPEHME MHTErPUPOBAHHOTO MOJEKY/ISPHO-TEHETUYECKOTO 1 ayAMONIOTMYECKOT0 NCCIEN0BaAHMIM SBNSETCS HEOOXOAMMBIM YCIIOBUEM A5
Bepudmkaummn dopm ANSD 1 co3naHnsa NepcoHanmM3MpoBaHHbIX peabunmMTaumMoHHbIX MEPONPUSTUIA C YH4ETOM 3TUONOTMM 3aboneBaHus.

KntoueBble cnoBa: reHeTuka, 3aboneBaHns cnekTpa ayantopHbix Herponatunii, ANSD, 3BOAS, OTOF, TyroyxocTb
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Abstract

Introduction. The diagnosis and prognosis of rehabilitation in children with Auditory Neuropathy Spectrum Disorder (ANSD) are

complicated by the variability in its course and the outcomes of hearing aid fitting. Genetic research helps to clarify the level
of the lesion and predict the outcomes of cochlear implantation.
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Aim. To conduct a comparative analysis of the audiological profile of patients to develop criteria for the early diagnosis of ANSD.
Materials and methods. A total of 21 children with hearing impairment (mean age 6.25 * 4.15 years) were examined. ALl patients
underwent clinical, audiological, and molecular genetic testing. Based on the genetic testing results, the patients were divided
into two groups: Group 1 (12 children) - with genetically determined forms of ANSD, and Group 2 (9 children) - with other
etiological factors.

Results and discussion. According to the molecular genetic testing results, nucleotide sequence variants were identified in the
genes OTOF (24%), CDH23,TMC1, COL11A1, PRPS1,and HOMER2 in 12 (57%) children with ANSD; eight of these variants were
previously unreported. All patients with OTOF-associated ANSD exhibited present transient evoked otoacoustic emissions
(TEOAES), unlike the other groups. Statistically significant differences were found in otoacoustic emission parameters and the
discrepancy between audiometry and ASSR test results among the ANSD groups. In our study, parents of children with geneti-
cally caused hearing loss reported a higher quality of life than parents of patients with ANSD of other etiologies.
Conclusions. Despite the genetic heterogeneity of ANSD, pathogenic variants in the OTOF gene played a leading etiological
role. The presence of TEOAE is a specific marker for OTOF-mediated ANSD. The study results confirm that the implementation
of an integrated molecular-genetic and audiological diagnostic workup is a necessary condition for the verification of ANSD
subtypes and the development of personalized rehabilitation measures tailored to the disease etiology.
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BBEOEHME

Mo paHHbiM BO3, B MUpe HacuMTbiBaeTCS 34 MNH OeTen
C TYroyxoCTbio, 1 oxuaaeTcs, 4to K 2050 . ux ymucno ysenu-
ymTCs nNoytM B ABa pasal. Ot 50 no 60% Bcex cnyyaes Ha-
PYLUEHMI CNYXa BbI3BAHbI reHeTMYeCKMMU npuinHamum [1, 2].
bonee coTHM reHOB MOryT NPUBOLAUTL K HACNEACTBEHHOM Ty-
rOYXOCTH, 4TO OOBACHAET BbICOKYK BapMaTUBHOCTb KIWHU-
KO-ayAMOonorn4yeckon KapTuHbl faHHoro 3abonesanus? [3].

3aboneBaHuns cnekTpa ayauTopHbIX Herponatuii (auditory
neuropathy spectrum disorder, ANSD) npencrasnstot coboi
OTLE/bHYI0 KATeropmio HapyLleHui cnyxa U MoryT ObiTb Bbl-
3BaHbl MATONOMMeEN Ha y4acTKe NPOBOASLLErO MyTU CTYXOBOrO
aHanusaTopa (0T BHYTPEHHUX BOMOCKOBbIX KNEeTOK A0 CTBOMA
mMo3ra) [4]. B cBa3u ¢ 3TuM kanHmueckas kaptuHa ANSD Mo-
XET NPOSBNATLCS HAPYLLUEHWMEM CyXa PA3ANYHOM CTENEHM Bbl-
PaXEHHOCTU M HapylleHneM pa3bopunMBOCTM peyun Aaxe npu
HOPMasnbHbIX CyObEKTMBHbLIX MOpOrax cayxa [5, 6].

AYANONOTMYECKMIA CKPUHWUHT HOBOPOXAEHHBIX U AeTeW
nepBoro roga xwu3Hu B Poccuiickon Pegepaumm M MHOTUX
Lpyrux CTpaHax Ha NepBOM 3Tane NpeacTaBieH TONbKO pe-
rucTpaumen otoakyctyeckon amuccun (OA3) [7-9]. Tak Kak
y aetent ¢ ANSD HOopManbHO YHKUMOHUPYET BHYTPEHHEE
yx0, T0 OAD pernctpupyeTcs, U AaHHag rpynna geTei He Ha-
npaBnseTcs Ha noapobHoe ayauonoryeckoe obcnenoBaHme,
YTO NPUBOAMT K 3afepxke amarHoctuku [10]. B omarHoctuke
3aboneBaHuit cnekTpa ayaMTOPHbIX HeponaTuii Bepyllee
3HavyeHune nmeet pernctpaumsa KCBI ¢ BbiaeneHnemM MUKpo-
(GOHHOro NoTEHLMANA YIUTKM.

dnunaemmonorng ANSD octaeTcst HeAOCTaTOUHO M3YYEHHON
W, N0 AAHHBIM PA3MYHbIX UCCNER0BaHNMIA, BapbmpyeT ot 0,5 no
15% cpenou naumeHToB C HapyweHuamu cayxa [11-13]. Bax-
HO NoaYepKHyTb, 4To B 40% cnyyaeB ANSD mnmeeT reHeTnyecku

1 World Health Organization. Deafness and hearing loss. Available at: https://www.who.int/ru/
news-room/fact-sheets/detail/deafness-and-hearing-loss.
2 Hereditary Hearing Loss Homepage. Available at: http://hereditaryhearingloss.org.

[leTeEPMUHMPOBAHHbIM XapakTep, B TO BpeMsi kak 60% cnyyaes
06yCn0BNeHbl HereHeTu4yeckuMm daktopamm [5, 6, 14].

CornacHo nuTepaTypHbIM LaHHbIM, OCHOBHOM Hacnen-
cTBeHHOW npuunHon ANSD ssngtotca myTtaumm B reHe OTOF.
JTW MyTauuMM OTBETCTBEHHbI MPUMEPHO 3a 8% BCex Cyya-
€B BPOXAEHHOW HECMHAPOMAnbHOM TYroyXoCTu, YTo Aenaet
reH OTOF knto4yeBbiM 0O6bEKTOM ANA AMAarHOCTUMYECKOro no-
ncka y naumentoB ¢ ANSD [14-16]. BaxxHocTb ero nccneno-
BaHMA LOMONHUTENBHO MOATBEPXAAETCS BbICOKON 3ddek-
TMBHOCTbIO KOX/1I€AapHOW MMMAAHTAUMM Yy AAHHOW rpynmbl
naumenTos [17-20]. OnHako MHAMBKMAYANbHBIM BKNAA OCTasb-
HbIX TEHOB B LLE/IOM OCTaeTCs HeonpeLeneHHbIM.

YynTbIBas 3HAUMTENbHYIO A0 FrEHETUYECKUX NPUUMH
B Pa3BWUTMM ayAMTOPHbIX HEMPONATUI, NPeACTaBASeTCs Lene-
Co06pasHbIM PaccMOTPeTb 3TO 3abosieBaHMe C NO3ULUK KIU-
HUYeCKoM ayamonormun. Takow noaxop obycnoBneH BbICOKOM
BapuabenbHoCTbo KanHmyeckoro TeyeHns ANSD m Henpean-
CKa3yeMOCTbl0 pe3ynbTaToB CAyXOpeyeBOr peabunutauum.
B 10 e BpeM$ He BbI3blBAET COMHEHMWI BINSHUE KOHKPETHOM
reHeTUYEeCKOW MyTallMK Ha pas/IMyHble NapaMeTpbl CTyXOBOrO
aHanM3aTopa B YaCTW NPOrpeccMpoBaHns 1 3PHEKTUBHOCTH
npotecca cnyxopeyeBoi peabunutauuu [21]. Takum obpa-
30M, NMOHMMaHMe reHeTnyeckoro doHa ANSD aBnsieTcs kpai-
He aKTyanbHOM TEMOMN.

Lenb nccnenoBaHnsg — NpoOBECTU CPABHUTENbHbIV aHa-
13 ayAMonorMyeckoro Nnpoduns NaLMeHToB Ans pa3paborku
KpUTEpWEB PaHHeN AMArHOCTUKM PAacCTPOMCTB CNeKTpa ayam-
TOPHOW HeponaTuu.

MATEPWAJIbI U METOAbI

B uccneposaHue 6bin BktoYeH 21 pebeHok (cpepHui
BO3pacT - 6,25 * 4,15 roga) ¢ HapyLweHusaMKU Cyxa, UMero-
Wmx ayauonormyeckme npusHakn ANSD.

Bcem netam BbinonHeH cienytowmin 06beM KIMHMKO-ayamo-
NOTUYECKMX UCCNenoBaHUiA: COop Kanob 1 aHaMHe3a; NOJHbIN
OTOpUHONAPUHIonormyeckmii ocMoTp; KT BMCOYHBIX KOCTEN;
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MPT ronosHoro Mo3ra. Ayamonoruyeckoe obcnenoBaHue: peru-
CTpauMs 3a0epXKaHHOM BbI3BAHHOM OTOAKYCTUYECKOM 3MUCCUM
(3BOA3), akycTnyeckas MMnesaHCOMETPUS, permcTpaums Kopot-
KOMATEHTHbIX CJTYXOBbIX BbI3BaHHbIX noTeHumanos (KCBIT) cur-
Hanamu Click Ha cTMMynbl pa3HOM NOASPHOCTM (perncrpaums
MUKPOGMOHHOIO NOTEHLMANA YIUTKM), pErUCTPaLMs CTaLMoHap-
HbIX C/TYXOBbIX BbI3BaHHbIX NoTeHuUmanos (ASSR-Tect), a Takxe
noBefeHYeckas ayaMoMeTpuUst CO 3pUTENbHbIM MOAKPENIeHU-
€M U CypLoneaarormieckue MeToamKM oLeHKu ciyxa® [22-24].
B HaweM unccnenosaHun aetam ¢ ANSD AononHMTENbHO Obin
BbinosHeH ASSR-TeCT ¢ Lenbio U3y4eHus ero Koppensuum C pe-
3y/IbTaTaMM NOBEAEHUYECKMX NOPOroB C1yxa. Takke BCEM poau-
Tensm obcnenoBaHHbIX AeTelt BbiNo NpeanoXeHo OTBETUTL Ha
BOMPOChl ONPOCHMKA SF-36 C Lenblo OLEHKM KavyecTBa Xm3-
HU [25, 26]. KnnHuko-ayanonormyeckoe obcnenosaHue Bbinon-
Hanocb Ha 6aze OIEY HMULLO ®MBA Poccuu, a Monekynsp-
HO-TeHeTMYeckoe nccnenoBaHue nposoamnocsk 8 ®rAQY BO
PHUMY um. H.M. Muporosa MuHzgpasa Poccun. ®IEOY BO
CaMI'MY MuH3gpasa Poccum ocyliectensn nomolls B 06pabot-
Ke MOJTyYeHHbIX AAHHbIX M ONUCATENbHOM YacTW UCCIeN0BaHMS.

MNocne ycTaHOBNEHUS AMArHo3a NocpencTBOM ayamoso-
rMyeckoro obcnenoBaHMa BCEM MaLMeEHTaM Obl1o BbiMOAHE-
HO MOSIHO3K30MHOE CeKBEHMPOBaHME, U3yYaNnUCb BapMaHThl
M3 KaCTOMHOW NaHenu B 248 reHax.

B 3aBucMMoCTH OT 3TMONOrMKM 3aboneBaHna oeTu Obinu
pasfeneHbl Ha 2 rpynnbl:

fpynna 1 — 12 peteit (57 %) C reHeTUYECKMN-AETEPMUHNPO-
BaHHbIMK dopmamm ANSD.

lpynna 2 - 9 petent (43%) c MHbIMKM BAKTOpaMK pasBu-
1 ANSD.

PE3YJIbTATbl U OBCY>XOEHUE

o pe3ynbraTaM MONEKYNAPHO-TEHETUYECKOro TeCTUpO-
BaHma y 12 (57%) peteit ¢ ANSD 6binm BbiSiBNEHbI BapuaH-
Tbl HYKNEOTMLHOM nocnegoBaTensHOCTU reHoB OTOF (24%),
CDHZ23, TMC1, COL11A1, PRPS1 v HOMER?2 (cpenm Hux 8 pa-
Hee He OMWCAHHbIX).

B xonme npoBeneHns MOAHOrO OTOPUHONAPUHIONOTUYE-
CKOro 0CMOTpa YCTaHOB/EHO, YTO Y BCeX 06CNe0BaHHbIX Ae-
Tel OCTPOM NATONOMMKU CO CTOPOHbI NOP-OPraHOB HA MOMEHT
0OCMOTpPa He BbISBNEHO.

Mo paHHbIM npoBeneHHbIX KT BUMCOYHbIX KOCTer u MPT
rOfIOBHOTO MO3ra MaToONOrMYeCKUX USMEHEHWI HE BbISIBNEHO
y neten u3 obeunx rpynn [27, 28].

CreneHb Tyroyxoctn y nauneHtoB ¢ ANSD 6bina ycTaHoB-
NleHa Ha OCHOBAHWMMU CYGbEKTUBHOM OLLEHKM CNyXa, ONpeaeneH-
HOW MeToLaMu NMOBeLEHYECKOW ayANOMETPUM CO 3pUTENbHBIM
NOAKPENIEHUEM UK C MOMOLLBIO CYPAONEAArorMyeckux MeTo-
LMK, TAKUX KaK METOAMKA «3BYYaLLMX UrpYLIEK», TECTA «6 3BY-
KoB LING» 1 MeTooukm «ropoxosbix npob» [29, 30]. B Hawem
MCCNefoBaHMM NALMEHTbI MO CTENEHWU M3MEHEHUS CYXOBOW
dYHKLMM (COrMAacHO MeXAyHAapOAHOM Knaccudukaumu Tyro-
yxocTtu, npeanoxenHon BO3) 6binm pacnpepeneHbl ciemyto-
wmM obpasom [23, 30]:

* Mauanos AC. QyHKLUOHALHOE COCMOSIHUE CPedHe20 U BHYmMpeHHe20 yxa y 60/bHbIX HelipoceHcop-
Holl my20yxocmbko nocae KoxneapHoli uMnaaHmayuu: asmopeg. Ouc. ... KaHo. Med. Hayk. M.; 2015.
Pexxnm poctyna: https://medical-diss.com/medicina/funktsionalnoe-sostoyanie-srednego-i-
vnutrennego-uha-u-bolnyh-neyrosensornoy-tugouhostyu-posle-kohlearnoy-implantatsii.
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Mpeobnaganu nauneHTbl C IV cTeneHblo M rnyxoTon
(71%, n = 15), koTopble 6binm 06beneHbl B OLHY KOTOPTY.

Pexe (29%, n = 6) BcTpeyanuch naumeHTbl ¢ |l cteneHbto
TYrOyXOCTH.

B HacTofWeM uccneaoBaHUMM NALMEHTOB C MOpPOraMu
CNyxa, COOTBETCTBYHOLWMMM HOpManbHbIM (80 25 ab), a Tak-
xe | (26-40 ob) u 11 (41-55 pb) ctenenu, He 6bino (puc. 1).

CTaTMCTUYECKM 3HAUUMblE PA3NINMYUS BbISBNIEHbI NPU aHa-
NIN3e 3HAYEHMI COOTHOLLIEHUS KCUTHAJ/WYM» MPU perncTpa-
umn 3BOA3 y naumeHToB € 3aboneBaHunaMu cnekTpa ay-
LWTOPHbIX HeWponaTuii B 3aBUCUMOCTU OT 3TMONOTUM Ha
1000 T Ha oba yxa (AD p = 0,040, AS = 0,024), Ha 2000 T
nesoe yxo (p = 0,046), Ha 4000 T, Ha oba yxa (AD p = 0,028,
AS = 0,025) (maén. 1).

Y NaumeHToB C reHeTuyeckow stmonormein — OTOF-06y-
CNOBNEHHOW ayaMTOPHOM Herponatnen — B 5 ciaydasx (24%)
perncTpMpoBanacb 0TOAKyCTUYECKAS 3IMUCCHUS, HYTO CYXWUT
BaXXHbIM AMarHoCTM4eckmm MapkepoM. [Mpu atom 3BOAS He
perncTpuMpoBanach y BCeX NaLMeHTOB B NMOATPYNMe C MHOM 3TU-
0N10TMeN, a TakKe y NaUMeHTOB C MyTaumamu B reHax CDHZ23,
TMC1,COL11A1, PRPS1 w HOMER.

Pe3ynsTaThl NPOBEAEHHOMO HAaMW UCCIEA0BAHMS, BKIKOYaA-
towiero rpynny naumeHToB ¢ ANSD, nokasanu cTaTuCTUyecku
3HAYUMMYH AMCCOLMALIMIO MEXAY pe3ynbTaTaMu, NOoNyYeHHbI-
MK € nomolubto ASSR-TecTa M TOHanbHOW NMOPOroBOKM ay-
nmomeTpun Ha yacrote 500 My B 06omx ywax (AD p = 0,003,
AS p = 0,00079), a Takxe Ha yactote 1000 Iy B NpaBoM yxe
(p = 0,029) (mabn. 2). Hawm paHHblE COrNAcyTCs C UMELLM-
MUCS INTEPATYPHBIMU UCTOYHUKAMU U AEMOHCTPUPYIOT XapaK-
TepHoe ans naumeHtoB ¢ ANSD HecooTBeTCTBME pe3ynbTaTos
ASSR-TeCTMpoBaHUs M TOHabHOM NOPOrOBOM ayANOMETPUN.

OueHKa KayeCTBa XM3HM U COCTOSHUS 30,0POBbS PECTIOHAEH-
TOB NMPOBOAMAACH C MOMOLLBI ONpocHuKa SF-36 (puc. 2). 30T Ba-
NMON3UPOBAHHBIA U WMPOKO PACMpPOCTPAHEHHbIA UHCTPYMEHT
MO3BO/ISIET MOMYYUTb AAHHbIE MO BOCbMM K/IOYEBbIM LUKANAM.

PoauTenu neteit ¢ reHeTM4YeCckn 0ByCNOBNEHHbBIM Hapylle-
HMEM Cnyxa AeMOHCTPUpOBanu bonee BbICOKYH OLEHKY Kaye-
CTBA XW3HW, YeM poamTenu naumeHtos ¢ ANSD apyroii aTuono-
riun. Bo Bcex 6e3 ncknYeHUs 4OMeHax ONPOCHMKA NaLMEHTbI
lpynnbl 1 npoaeMoHCTpUpoBanM 6onee BbICOKME MOKazaTe-
nn. Hanbonee BbIpaXeHHbIE MEXIPynnoBble pa3nunyms 3ape-
rMCTPUPOBaHbI B chepe dr3nyeckoro GyHKLMOHNPOBAHMS,

PucyHok 1. PacnpepeneHue naumMeHToB C 3aboneBaHUIMMU
CMEeKTpa ayAUTOPHbLIX HEMPOMATMI MO CTENEHM TYFOYXOCTH

Figure 1. Distribution of patients with auditory neuropathy
spectrum disorder by hearing loss degree
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Ta6nuya 1. CpaBHUTENbHAS XapaKTEPUCTMKA COOTHOLLIEHMS 3HAYEHWUI CUTHANA M WyMa Npu perncTpaumn 3a4ep>XaHHoOM BbI3BaHHOM

0TOAKYCTMYeCKOM aMmnccum y naumeHTos ¢ ANSD

Table 1. Comparative characteristics of the total signal-to-noise ratio values in transient evoked otoacoustic emissions regis-

tration in patients with ANSD

AD 500 Iy -2,62+5,99 6,24 -1,01 12 -6,29 + 2,06 -8,35 --4,38 9 0,141
AS 500 I -6,00 -7,00 - 1,00 12 -4,71+0,95 -5,76 --3,83 9 0,107
AD1000 Iy 0,15%729 -4,26 - 4,55 12 -4,64+2,18 -6,46 - -2,63 9 0,040*
AS 1000ry, 2,48 +10,22 -3,70 - 8,65 12 -5,47+2,30 -6,65 - -3,35 9 0,024*
AD 2000 Iy 2,78 +10,82 -3,75-9,32 12 -3,67%1,15 -4,73 --2,61 9 0,062
AS 2000 Iy 2,95+11,52 -4,00 - 9,91 12 -423+1]73 -5,83 --2,63 9 0,046*
AD 4000 Iy 1,77+ 7,60 -2,83 - 6,36 12 -3,67+1,15 -4,68 --2,61 9 0,028*
AS 4000 Iy 2,76 + 10,46 -3,56 - 9,08 12 -4,97+1,93 -6,45 --3,19 9 0,025*

*p < 0,05 npu cpaBHeHWUM Mexay rpynnamu.

Ta6nuya 2. CpaBHWTENbHAS XapaKTePUCTMKA NPABOro U IeBOro
yxa no pe3ynbraTaM noeefeHYeckon ayamometpmum n ASSR-tecta
y naupnenTos ¢ ANSD

Table 2. Comparative characteristics of the right and left
ears based on behavioral audiometry and ASSR test results
in patients with ANSD

500MyAD | 575[475-60] | 6 | 72,5[65-80] | 21 | 0,003
500TyAS | 50[46,25-5375] | 6 | 755[75-85] | 21 | 000079*
1000TuAD | 65[61,25-76,25] | 6 | 775[75-85] | 21 | 0,029°
1000MuAS | 675[575-70] | 6 |75[7375-825]| 21 | 0,052
2000 1L AD | 72,5[66,25-825] | 6 | 80[78,75-90] | 21 | 0,287
2000MuAS | 70[6125-75] | 6 | 80[70-80] | 21 | 0250
4000MyAD | 725[70-825] | 6 | 725[70-90] | 21 | 0978
4000MiAS | 80[7625-80] | 6 | 70[60-85] | 21 | 0407

*p < 0,05 npu cpaBHeHWUM MexAay rpynnamu.

roe npenmyuiectso pynnel 1 coctasuno 24,2%. HanmeHb-
Wasg pasHuLA Mexay rpynnamMu otMeuveHa B obnactu pone-
BOr0 (PYHKLMOHMPOBaHMS, 0OYC/I0BNEHHOMO 3MOLMOHANbHBIM
cocTosiHmeM (2,8%), XOTs M 34eCb COXPAHSETCS NPEUMYLLECTBO
nauMeHToOB C reHeTnyeckon stnonormen ANSD.

BbIBO/AbI

Pe3ynbTaThl HAWero McciefoBaHWs NOAYEPKMBAKOT 3Ha-
YnUTeNbHY reHeTuyeckyt reteporeHHocTb ANSD. B uccne-
[lyeMOM KoropTe BeAyLLY 3TMONOrMYECKYH pOb Urpanu na-
ToreHHble BapuaHTbl reHa OTOF, BbiiBNeHHble Yy 24% (n = 5)
nauueHToB. Anga naHHoM GopMbl 3aboneBaHms bbina xapak-
TepHa cneumduyeckas KIMHMYECKas KapTMHa, BKIKYatoLWwas
HanMymMe O0TOaKyCTMYECKOM IMMUCCUMU. Pe3ynbTaThl MCCieno-
BaHMS 060CHOBbLIBAIOT LLeNeCco0bpa3HOCTb BHEAPEHUS KOM-
NAEKCHOro AMarHoCTUYECKOro NpPOTOKOMA, UHTErPUPYHOLLETO

PucyHok 2. CpegHee 3HavyeHuMs No WKanam onpocHuka SF-36
y naumenTos ¢ ANSD

Figure 2.Mean scores on the SF-36 questionnaire scales
in patients with ANSD
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ToyHoM Bepudumkaumm dopm ANSD m pazpaboTtkm nepco-
HaNM3MPOBAHHbIX NPOrpaMM peabunuTaLmm, YUUTbIBAOLLMX
3TMONOrnI0 3ab601eBaHMS.
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