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3aboneBaHUA CNeKTpa CAYXOBOW
Henponatuun (ANSD)

e [lpyrne Ha3BaHUA: C/IyXOBaA HEMPONATUA, C/TYXOBaf
NNCCUHXPOHMUSA, CIYXOBaA CMHaANTonaTuA...

* PaAccTpoOMCTBO CAyXa, XapaKTepusyrlLleecs
"HopmanbHON" PYyHKLMEN HAPYHKHbBIX BO/TOCKOBbIX
K/IETOK Y/IUTKU B COYETaHUU C HApPYLUEHNEM
adbdepeHTHOU nepeaadm HePBHbIX MMMY/IbCOB

e OAQHMM N3 rNaBHbIX MPU3HAKOB CAYXUT HA/INYME
npeHenpoHHbIX oTBeToB [OAD / MUKPOPOHHbIN
noteHuman yantkm (CM)] B oTcyTcTBME HEMPOHHDbIX
cnyxoBbix otBeToB (KCBIM)



Pernctpauns CM/KCBIM y 3-mecAa4yHOro
pebeHKa c ANSD (1989)

LLlenykmn nepemeHHol nonapHocti 100 ab HIC

LLlenykwn B dpase cryuteHmna 80 ab HIC

LLenyku B pase paspemenma 80 ab HIC

(c nepexatoii Tpy6KOIA BHYTpUyLlLHOrO TesiedgoHa)
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Bo3MOXHble mexaHU3Mbl, NPUBoOAALLNE K
PA3BUTUIO XapaKTepHoU cumnTtomaTukm ANSD

* [loparkeHue yanTKkn, orpaHU4YEeHHOE BHYTPEHHUMMU
BOJIOCKOBbIMU KneTkamu (BBK)

e HapylweHune Ha ypoBHe cuHancos "BBK / cnyxosoi
HepB"
* [laTonorna chyxoBoro HepBa
— YMEHbLLUEHNE KONNYEeCTBa HEMPOHOB
— HapyleHne CUHXPOHU3aUUU HEMPOHHDbIX Pa3paaoB
— OTCYTCTBME CNNIYXOBOTO HEPBA
— ONyXo/b



ANSD B peTcKom BO3pacTe

e BporkaeHHana/nepmnHatanbHasn
— aHOKCHHA
— runepbunnpybmHemus

* Mporpeccupytowan

— HenpopereHepaTnBHas NaTtosormsa

e Kak npaBuio, d1snyeckas CUMNTOMATUKA Ha4YMHAET NPOABAATLCA
B Nepmoa NoJIOBOro CO3PeBaHMUA

* aeHTMdUMKauma npomcxoamt B bonee paHHem Bo3pacTte (06bIYHO
B Bo3pacTe 1-4 ner)

e [epBbIMM CUMATOMAMM YACTO ObIBAIOT KaN0bbl Ha CHUXKEHUE
CNyxa



Knnnnyecknun npodumab ANSD

* PacnpocCTpaHeHHOCTb

— BpoxkaeHHoe/nepuHaTanbHoe ANSD
e HeobpaTtmmas Tyroyxoctb BcTpeyvaetca y 1 n3 800-1000 geten
* ¥ 5-15% 13 H1X HabntoaatoTca xapaKTepHblie npm3Haku ANSD

— HenpopereHepaTnBHas NaTtosormsa

e Cnucok 3abonesaHui, cBA3aHHbIX ¢ ANSD, nocTofsHHO pacTeT

— Atakcua ®pugpeiixa (FRDA) / cuHapom Lapko-Mapu-Tyta (CMT) /
HacneacTBeHHan onTuyeckas HelponaTtua flebepa (LHON) / ayTtocomHas
NOMMWHaHTHas ontTudeckasa atpodua (ADOA)...

* BcTpeyaloTca OTHOCUTENIbHO peaKo
e Yaule Bcero BcTpeyaeTca atakema @puapenxa: = 1 Ha 20'000



Knnnnyecknun npodumab ANSD

* [loBeaeHYyeCcKaa ayamorpamma
— CTeneHb TYroyxoCTu: OT HOPMaAJIbHOTO CayXa A0 rMyXoTbl
— Bce koHpurypauuu: = 30% HU3KOYACTOTHbIX
— ONOKTYNPYIOLWUN CAYX

e AKycTUYecKkue pedaekcol

— O6bIYHO OTCYTCTBYIOT (HE3aBMCMMO OT CTEMNEHMU TYTOYXOCTH)

e OYHKUMOHANbHbIN CNYX

— HapylweHune pa3bopumBoCTU peyn



PazbopumBocTb peyun

e HapyweHue pa3bopumBOCTM peymnm — NOCTOAHHASA
npobnema, BCTpeYaroLLaAaca KaK Yy B3POCAbIX, TaK U
vy aeten ¢ ANSD

e lnccoumauma ¢ AAHHbIMU NOBEAEHYECKOW
ayanomeTpumn
— Nnoxan pa3bopuynBOCTb peyn y ntoaemn ¢ "HOpMaabHbIM
cayxom"

-y I'II'O,EI,EI\/'I C noBbiWeHHbIMW NMOPOramit CabllUNMMOCTU

Pa3b60PUYMBOCTb PeUM XYKe, YEM NPU
CEHCOHEeBPa/IbHOM TYrOYXOCTU TOM e CTEMEHM



Pa3bopuymBOCTb peyn B OTKPbITOM BbibOpe U noporu
C/IbILLMMOCTM Y AeTen n B3pocabix ¢ ANSD
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Yellin c coaem., 1989



[Nouemy pa3zbopumMBOCTb peyn HacTo XyXKe,
4em MOXKHO Bblno bbl OXMAaTb? &%

e [Acka)keHue curHana

e HapylweHune CMHXPOHU3ALMUKU NpoBeAeHUNA HEPBHbIX
MMMNY1bCOB

 HapyweHune BocnpnATMA BPEMEHHON MHPOPMALMN B pelmn
— HecnocobHocTb onpeapenntb ANNUTENbHOCTb NMACHOIO 3BYKa
e Hanp., hid BmecTto heed (npousHocutca "xua" n "xung")

— HecnocobHOCTb Pa3/INYMTb COrNACHbIe 3BYKM MO BPEMEHHbIM
napameTpam

* Hanp., pin BmecTo bin
* tin BmecTo din

e OTAIMYaeTca OT CEHCOHEBPA/IbHOU TYrOYXOCTU
— Mpwu CHT BpemeHHas 0b6paboTka 06bIMHO B HOpMmeE



PazbopymnBOCTb peyun B LLyme

[etn n B3pocnbie ¢ ANSD mcnbiTbIBatOT Ype3BblYaHble CI0XKHOCTU (Kraus ¢
coaBT., 2000; Rance c coaBT., 2007; 2010; 2012; Starr c coasT., 1998)

B page cnyyaeB HabatoaaeTcss HOpManbHOE BOCMPUATME PEeYM B TULLMHE U

NpaKTUYeCcKoe oTcyTcTBMe pa3bopumnBoCTU peyn B "'moBceaHEBHON"
aKyCTUYeCcKon obCcTaHOBKe



PazbopumnBocTb peun B wwyme y aeten ¢ ANSD
(moporu cAbIWMMOCTM MPaKTUYECKU B HOPME)
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KanHunyeckoe seaeHmne ANSD

e letn c ANSD npeacrtasnatot cobom HeEOA4HOPOAHYO
rpynny
— Pa3snnyHaa atnonorunsa
— Pa3nnyHoe KanHunyeckoe npoABieHne

* cKaXeHus no "HeMpoHHoMmY" TUNy (pa3siInyHOMn
CTENMEHWU BblPpaXKEHHOCTH)

— CT. 3p. BOCNPUATUA CYLLLECTBEHHO OT/INYAIOTCA OT AeTeM C
CHT

e CTaHAapTHble NoAXOoAbl K peabuantaumm moryT
OKa3aTbCA HEIPPEKTUBHbIMM



Benenue neten ¢ ANSD

KoxneapHble MMNAAHTbI nnn CnyxoBble annaparbl




 HapyweHune paboTbl NpoBOAALLNX
nyTen

e [loTeHUManbHanA yrpos3a
NOBPEXAEHUNA YINTKU

e JlOoCTYNHOCTb PEYEBOro CUrHanNa
(npu ycnoBmMun A0CTaTOYHOTO
YCUNEHUA)

e Y 40-50% naumnmeHTOB OTMeEYaeTcA
3HaYUTENbHOE yAy4lleHue
pa3bopumBoCTU




KoxneapHaa umnaaHTaums
e B HacToAlEee Bpema ABNAETCA METOA0M
Bbibopa ana naumeHtos ¢ ANSD
e PasbopumBocTb peyn (pesynbraTtbl)
e B 60/AbLUMHCTBE CY4aEB yaaeTcs
NobUTbCA TaKMX XKe pe3ynbTaTos,
KaK y cBepCcTHUKOB ¢ CHT
e BcTpeyatoTca oTpuLATENbHbIE
pe3ynbTaThbl
e Teagle c coasT. (2010)
e 52 pebeHKa
e [lokasaTenn pa3bopumBOCTU
peyn B OTKPbITOM BblbOpe
e B 27% cny4yaeB pa3bopunBOCTb
peun <30%



BeneHne ANSD: cnyxoBble annapatbl /
KoxneapHble UMMAAHTbI

 Bocnpuatue peumn (Rance, Barker, 2008)
* YYACTHUKMU

— Netn ¢ ANSD, nonb3ytowmeca CA (N = 10)
— Netn ¢ ANSD, nonb3aytowmeca KU (N = 10)
— NeTtn ¢ CHT, nonb3ytowmeca KU (N = 10)

e MeTtoaunka obcnepnoBaHus
— BocnpuaTtmne peun B oTKpbiTOM Bblbope (cnhoBa CNC)
— MpeabAsBneHne B ceB060gHOM none
— HopmanbHble ycnoBUA NPOCAYLIMBAHUA



Bocnpuatue doHem CNC (%)

BocnpuaTtmne peym B OTKPbITOM BblibOpe
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BeneHne ANSD: cnyxoBble annapatbl /
KoxneapHble UMMAAHTbI

e MenbbypHCcKoe uccnegoBaHme A0AroCPOYHbIX Pe3yabTaToB

— [etun c anarHo3zom ANSD, noctasneHHbim B MenbbypHe B 1989
roay

— ConpoBOXKAeHWe 3TUX NAen ¢ AeTCTBa U [0 B3POCI0r0
BO3pacTa

 JlaHHble NPOAONAbHOIO aHa/n3a
— AyamomeTtpua

— Ba3oBoe cnyxoBoe BocnpuaTHe (BpemeHHan/4acToTHasn
obpaboTKa)

— PasbopumnsocTb peun (TMwmHa/wym)
— PenTuHr HapyLleHma cayxa
— PasBuTME 3KcnpeccuBHOro/peLenTUBHOro A3bIKa



OTaaneHHble pe3ynbTaTbhl A3bIKOBOIO
pa3sutmna npu ANSD

e PeuenTmBHbIN A3bIK
— CnoBapHbIM TecT B KapTnHKax Peabody (PPVT)

— yCTaHaB/IMBAET "'9KBUBA/IEHTHbIN A3bIKOBbIN BO3PACT ' Ha
OCHOBAHMM HOPM A5 HOPMabHO CAblWaLMX / HOPMaabHO
PA3BUBALOLLIMXCA AeTeu

e JlaHHble NPOAOAbHOIO aHanm3a: (4 rona — 20 ner)
* YyacTHUKM uccnepgosanma (anpenb 2014 ropa)
— et ¢ ANSD, nonb3ytowmecs ciyxoBbiMu annapatamm (n=8)

— et c ANSD, nonb3yrouwmeca KoxneapHbiMmm MMnaaHTamm (n=6)
— [etn ¢ CHT, nonb3ylowmeca KoxneapHbiMm umnaaHtamu (n=12)
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BeneHune ANSD: cnyxoBble annapatbl /
KOX/1eapHble MMMMAHThI

* BbiBOAbI

— [1oKa3aTtenun BoCrnpuAaATUA peym 1 A3bIKOBOTO PA3BUTUA
6onbmnHcTea aeten ¢ ANSD, nonb3oBaBLUMXCA
KOX/1eapHbIMN UMNNAHTAMM, COOTBETCTBOBAM
pe3ynbraTam aeten ¢ CHT, nonb3oBaBLIMXCA
KOX/1eapHbIMU UMNNAHTaMM

— Y yactn aeten ¢ ANSD, Nonb3yOLWMUXCA C/TYXOBbLIMM
annaparamm, NoKasaTe/Im MOryT COOTBeTCTBOBATb
cCpeaHecTaTUCTUYECKUM pe3y/ibTaTaM AeTenN,
NO/1Ib3YIOLWMNXCA KOX/IeapHbIMU UMMNIAHTAMU



Knnnmnyeckmne npobnemol

MOKHO N1 NpeanonoXnTb, KAKOW M3 cnocoboB BMeLlaTeNbCTBA —
cnyxoBble annapatbl uan KN — okarxketca Hanbonee spPeKTUBHbIM Y
pebeHKa c HeaaBHO AMarHocTupoBaHHbIM ANSD?
CoobparkeHuns

— AHaTOMMA: NPU OTCYTCTBUU CNYXOBOTO HepBa KM byaeT HeaddeKTUBHA

— [loporun cnbILMMOCTM: €CQIN MOPOTU CAbILLMMOCTM COOTBETCTBYIOT TYTOYXOCTU
IV cteneHu / rnyxoTte, TpagULMOHHOE 3BYKOYCUAEHME BpAL, N ByaeT
3dPeKTUBHbIM (ayanonormyeckme Kputepmum otbopa Takune Xe, Kak npm CHT)

— DOYHKLUMOHAIbHBIE BO3MOXHOCTU: CNOCOOHOCTb BOCNPUATUA B C/Ty4aAX
TyroyxocTu I-IV cTeneHn onpeaensieTca cteneHblo BPeMeEHHbIX MCKaXKEHWU I

COBpEN\EHHbIe HalnpasJjieHUA l/ICCer,LI,OBaHI/lﬁ

— W3yyeHune cnyxoBoi 06paboTKu (y mnageHLes) NO3BOJUT CMPOTrHO3MPOBaTb
OTAa/IeHHble pe3y/bTaTbl



3aKnw4deHune

e bonee yem 20-neTHUM ONbIT BeAEeHNA AeTEN C
ANSD npuHec cBou naoabl

— [ToHMMaHne mexaHM3MoB

— Obw,ana KapTuHa GPYHKLUMNOHANbHbIX Pe3y/1bTaToB

* lHAMBMAyanbHble pe3ynbTaTbl BeCbMa
BapuabenbHbl, no3Tomy BeaeHune aeten ¢ ANSD
OCTaeTcA cepbe3HoMn Npobaemown...



Cnacunbo!




