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ACMMMeETPUYHaA TYTOyxoCTb

HapyweHue cnyxa obHapy»KeHo y MageHLa B paMKax
nporpammbl BCeobLEero CKpUHUHIa cayxa HOBOPOXKAEHHbIX

[1BycTtopoHHee oTcyTcTBMe AABR (aBTOomMaTu3npoBaHHas
3anucb KCBI) B oTBeT Ha wen4ku yposHem 35 ab HIC
CemMenHbIN aHAaMHE3 TYTOyXoCTH

— [eaylKa co CTOPOHbI MaTepu CTpaaaeT TYroyxoCTbio C AETCTBa,
B HacToAllee Bpema nosb3yetca KU

OaHako oTtel, pebeHKa ybexaeH, YTo ANarHo3 TYyroyxocTtu
CBA3aH C HENPaBWJ/IbHbIM NPOBEAEHUEM CKPUHUHTA



[lepBUYHOE AMATHOCTUYECKOoe
obcnenoBaHue

B cBA3K ¢ Tem, YTO pebeHOK BecnoKoeH 1 NA0XO CNuUT,
notpeboBanocb 4 snu3nTa ana perncrpaumm KCBIT

TumnaHorpammbl Tna A (30HAUPYIOLLLMM TOH
yactoTtou 1000 lu)

OTcyTCTBUE UNCUNATEPANbHbBIX aKYCTUYECKUX
pedpnekcoB (3oHaAnpyoWmMm ToH Yactotom 1000 lu) B
OTBET HAa CTUMYNALMIO LUMPOKOMOJIOCHbIM LLIYMOM

[1ByctopoHHee otcytcTBne DPOAE (OA3MN)



PesynbTtaTthl pernctpaumnm KCBI1 B oTBeT Ha
TOHa/IbHble CTUMY/Ib
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Pe3synbtatbl pernctpaunm KCBI1 B oTBeT Ha
TOHA/IbHble CTUMYAbI YacToToM 4 Kl

Cnpasa Cnesa

T A



RCBI1 cnpaBa B OTBET Ha WenyKu
(80 ob HIC)

Pa3HoOCTb

HanoxkeHune Kpusblx,
3anuCcaHHbIX B pa3ax
W Pa3perKeHMA U CryLeHmns

[lepemeHHaA NONAPHOCTb

CneBa aHanoOrMyHble pe3ynbraTbl, NpM3HakoB ANSD (cnyxoBoii HerMponaTum) HeT,
T.K. MUKPO}OHHbIE NOTEHLNANbI YIUTKU HE PETUCTPUPYIOTCA



[1syctopoHHee otcyTcTBne DPOAE
(OA3MN)

CurHan murpodoHa

Bonocrosbie KNETHKM

3oHa,

.
OcHoBHEA
membpaHa

BapabaHHan
OBnacTb nepekpbITUA

NEpPENOHKEE
Bapabannan
nonocTe

Tenedown

Hapysnbii

CNYXOBOM Npoxog, Ynutka

NF(dB) DP-NF(dB)
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-17.1 0.3
7.1 8.2
-4.6 0.5

NF(dB) DP-NF(dB)

dﬂ “:—Ill—u- n

80 | + 4
40

2 ¢ T 1.

T 1
0 n | 1
8 g |
20 | < ':_.':. | 3, |
2;“I“E“;“““-JL““"“;"“ ......:I ........;....... ..25....... 1:I..:i‘..... aa ..:. ..2 4| 1. ..a‘.;::.
DP -Gram DP-Gram F2 Frequency

jfs4548 -

Right: 27-Sep-12. -: 1.5-BkHz Diag Test High Noise: 12127D02.0AE

L1(dB) L2(dB) F1{Hz) F2{Hz) GM(Hz) DP(dB)
64.7 54 .1 6563 8016 7253 8.7
64.2 54.2 4641 5672 5130 -24.7
64.6 54.1 3281 4008 3626 -16.8
64.6 54.3 2320 2836 2565 -8.9
66.5 54.3 1641 1992 1808 -5.1

jfs4548 -

Left: 27-Sep-12: -: 1.5-8kHz Diag Test High Noise: 12127D03.0AE

L1(dB) L2(dB) F1(Hz) F2(Hz) GM(Hz) DP(dB)
64.6 549 6563 8016 7253 -10.0
64.2 54.2 4641 5672 5130 -15.9
64.7 54 2 3281 4008 3626 -15.6
64.8 543 2320 2836 2565 6.5
65.0 542 1641 1992 1808 -18

-17.4 74
-22.1 6.2
-18.5 29
-15.8 9.3

2.1 33



NTorm ayamonormyeckom AMarHOCTUKM
(NR = HeT oTBeTa)

KCBI1 B oTBeT Ha

TOHa/IbHblE 500 Iy, 1000 'y 2000 I'y,

CTUMYANbI

B3l cheBa 65 65 70 70
B3Il cnpas.a 65 65 70 85
K3I1 cheBa u NR 60 NR 60

cnpasa

KCBI1 B oTBeT Ha

LeNYKHn

B3Il chesa u o

. Peructpupyetca Hebonbluas BosHA V, NPU3HAKOB HEMPOMNATUKN HeT

TumnaHorpammsl TMna A
TumnaHomeTpuUuA
NncunatepanbHbie akyCcTUYECKME pedaeKcbl OTCYTCTBYHOT

TSR Orcyrcrever cresa v crpas:



[Mlonbop cnyxoBbIX annapaTos

 Annapatbl noaobpaHbl B 4-5-mecayHoOm BO3pacTe

e PoouTtenmn xotenm ycnbllwlaTb MHEHWe apyrux
cneumnanmncTtoB n oteesnn pebeHka B CLUA, B
UHCTUTYT Xayca, rae Haluy pes3ynbTaThl
noaTsepanIncb

e Cobeunx cTopoH nogobpaHbl
Phonak Bolero Q70 M13
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A e Nmarrintinn

Mpumep U3MepPeHUt B peasibHOM yxe

N3mepeHHble RECD

N3mepeHuna ana TMxoro, ymepeHHoro U rpoOMKoro
YPOBHA CTaHAAPTHOrO PeyYeBOro CUrHasa, a Takxe
namepeHune BY3/[ npu yposHe curHana 90 ab

HacTtpoika no popmyne DSL 5.0



[lanbHEULW NN KOHTPOIb U MOHUTOPUHT

e C pebeHKOM NPOBOAUNIUCL 3aHATUA MO PA3BUTUIO
cnyxa v peum (AVT), poautenm bblam BrnoJsiHe
OBOJIbHbI Pe3y/bTaTaMu

e [TOCTOSAHHOE NCNO1b30BaHME CAYXOBbIX annapaTos,
BbICOKaA MOTMBaLLMA poauTenen

o [1n KOHTPOAA PE3y/IbTAaTOB U U3MEPEHUA
noBeseHYeCKUX NOporos B Bo3pacTte 6 mecsues
Ha4yaTo NpoBeAeHMe noBeaeHYecKnx ob6cnegoBaHNM C
MCNOJ/Ib30BAHNEM ayANOMETPUN C BU3Ya/IbHbIM
nogkpenneHmem (VRA)
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VRA B BO3pacTe 8 mecALeB

"YCNOBHbIN pedaeKc He
BbipabaTbiBaeTcs, peakuus
OTCYTCTBYET, Aa*Ke Ha XXUBOU

ronoc"




VRA B BoapaCTe 9 mecAaues

PURE TONE AUDIDMETRY
W LA
Bce eule He rotoB K Kakomy 6bl TO HU BbI1O
. : 4YacTOTHO-cneundpmnyeckomy obcneanoBaHUIO
CoMHUTEeNbHAA peakuma Ha }KMBOM roNocC Ha
yposHe 50 ab NC
YT R E o
- wﬂh# Lo Lo e o ]
TET b seency moonsty SO I He cooTtBeTcTtByeT noporam KCBIT
IMMITTANCE ALDIDMETRY

OTOACOUSTIC EMISSIONS



PURE TONE AUDIDMETRY

VRA B Bo3pacTe 10 mecaues

R AR

' SPEECH AUDIOMETR

IMMITTANCE AUDIOMETRY

Poautenn u ayanonorn obecnokoeHol
OTCYTCTBMEM peaKLUMN Ha 3BYKU BO Bpems
obcnepoBaHuA

Bce paccTpoeHsl



VRA B Bo3pacTe 11 mecaues

PURE TONE AUTHDMETRY |

"Mpouecc BbipaboTKM ycnoBHOro pedaeKkca
BbI3Ba/ y pebeHKa MHTepec , KOTOPbIn
3aTem yrac"

"pebeHOK Hayan becnokouTbes, U oTel,
HACTOAN Ha NpeKpalieHun obcnepoBaHma”

SPEECH ALDIOMETT

Ob6cyKaaeTca NOBTOPHaA perucrpaums
KCBIT

IMMITTANCE AUDIOMETRY

OTOACOUSTIC EMISSIONS
OPOAE
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VRA B BO3pacCT

e 15 mecaues

CnycTta 4 obcnepoBaHumA

HaKoHew, Hayan pearnposaTb Ha VRA

Xopoluasa BOCNPOU3BOANMOCTb PE3yNbTaTos,
HEeCMOTPA Ha TO, YTO OHW MOTYT BbITb
HaAnopPOroBbIMU
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Perncrpauma KOpPKOBbIX BbI3BaHHbIX
noTeHUMaNoB
e PebeHoK 6bin HecroBop4ymB n obcneanosaHmne

NPULLINOCL NPeKpaTuTb. Poantenn XoTar
NOBTOPUTbL pernctpaunto KCBI1 %ﬁ



Pernctpaumna KCBI1 noa obwent
aHecte3neun (GA ABR)

........
_________
.......

JleBoe yxo
4 Kly, 80 ab HIC
(nepBoHavyanbHo Ha 70 ab HIC)

lNMpaBoe yxo

™ Het oTBeTa Ha 105 a6 HMNC

(nepBoHa4anbHO Ha 85 ab HIC)



B2 R85,

Cnpasa: wen4yokK 95 ab HIIC

GA ABR

Cnesa: wen4yokK 95 ab HIIC

13 LiSSe-

-
8 Li88ae

fLNBs

Pa3HoOCTb

Pa3pexeHue

CryweHune
[lepemeHHan NONAPHOCTb

BbiBOA: Peakuna cnpasa OTCyTCTBYET

CneBa oTmeyvaeTca HebosnbLuan
BO/IHA V Npu ypoBHE CTUMYNA

95 ab HIC

MuKpodOHHbIE NOTEHLUNANDbI YIUTKHN
He PerncTpupyroTcA



GA ABR

JleBoe yxo: 4 Ky
80 ab HIC
(nepBoHavanbHo 70 b HIC)

. JleBoe yxo: 2 Kl
< 85 ab HINC
(nepBoHavanbHo 70 ab HIC)
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MNoaTBeprKaeHa reHeTUnyeckasa NpmuYmnHa
TYrOYXOCTU

Detected mutations

Sample no: |

Gene Exon | Nucleotide | Aminoacid | Genotyping | 2ygosity | Typeof | Verified by

change change results variation | sequencing
HFOB90 GJB2 (Connexin2 6) | ex2 |c283G>A p.ValaSMet AG/CT HET Mut .
HFOB90 GJB2 (Connexin2 6) | ex2 Jc.35delG p.Gly121s GT/AC HET Mut ’




B HacToAllee BpemA

* BbinonHeHa KOX/Z1eapPHAA MMNJ1aHTAUUNA CMPaBa,
NPOAONKAET NMOJ/Ib30BATbCA NPEXHNUM CZTYXOBbIM
dfnnapatom cJjieBd

e OuyeHb XxopoLune yCnexu; pa3BuTue pevn 1 A3blKa
COOTBETCTBYET BO3PaACTY

e J1oCcTOBEPHO PErnUcCTPUPYIOTCS KOPKOBbIE
BbI3BaHHble NOTEHLUMaNbI '







