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AyAuTOpHble HeliponaTtum (3a6oAeBaHNs NPOUAS AayAUTOPHBIX HEPONATHIA) MOTYT ObITh 06YCAOBAEHbI AUCCHYHKLIMEH BHYTPEH-
HUX BOAOCKOBBIX KAETOK M/MAM CMHArCa MeXAY BOAOCKOBOW KAETKOW MU BOAOKHOM CAYXOBOIO HepBa, AMOO naToAoruei camo-
ro CAyXOBOro HepBsa. Pe3yAbTaThl peabMAMTaLIMKU 3TUX NALMEHTOB BO MHOTOM OMPEACASIIOTCA AOKaAM3auMei NaToAOrNYecKoro
npouecca. B HacTosimee nccaeaoBanme ObIAM BKAIOYEHbI 82 NaUMeHTa C ayAUTOPHbIMM HEWpoNaTusiMu. AHaAU3MPOBaAU ayAno-
AOTMYECKME AaHHble M pPe3yAbTaTbl peabMAMTaLMM, MOAYYEHHbIe Yy BCeX NMaLMEeHTOB, a TakXKe AaHHble, MPUBEAEHHbIe B MyOAMn-
KauusiX NocAeaHux Aet. OGbEKTUBHOE ayAUOAOTMHECKOe MCCAEAOBAHUE BKAIOYAAO IAEKTPOKOXAeorpacuio, perucrpaumio oto-
AKyCTU4ECKOM IMUCCUM, KOPOTKOAATEHTHbIX M AAMHHOAATEHTHBIX CAYXOBbIX BbI3BaHHbIX MOTEHUMAAOB. Y 82 nauneHTOB ObiAM
3aperucTpuMpoBaHbl BbICOKOAMMAUTYAHBIA MUKPOOHHbIY NOTEHUMAA M 3aAep)kaHHasi Bbi3BaHHAsi OTOAKYCTUYECKasi IMUCCHSI.
Y 17 naumnentos (20,7%) OTOAaKycTUYECKasi IMUCCUSI CO BPeMEHeM MCHe3Aa, OAHAKO MMKPO(OHHbLIV NOTeHUMaA OCTaBaACs
CTabuAbHBIM. BbINO OTMEUEeHO, YTO pe3yAbTaTbl IAKTPOAKYCTUHeCKOV KOpPeKUMM Y NauMeHToB, Y KOTOPbIX PerucTpupoBaAnch
AAMHHOAQTEHTHbIE CAYXOBbl€ BbI3BaHHbIE MOTEHLMAAbI, ObIAU AOCTOBEPHO Ay4ue. Pe3yAbTaTbl KOXA€ApHOW MMMNAQHTALMKU BO
MHOFOM OMNpPEeACASIAUCH AOKaAM3aLMe NaTOAOTMYEeCKOro npouecca: Xopowue pe3yAbTaTbl ObIAM MOAYY€EHb! Y NALIMEHTOB C BbICO-
KOAMMAUTYAHbIM CYMMALIMOHHBIM MOTEHUMAAOM C YAAMHEHHBIM AQTEHTHbIM MEPUOAOM U PEFrUCTPUPYEMbIMM KOPOTKOAQTEHT-
HbIMM CAYXOBbIMMU BbI3BAHHBIMM MOTEHLIMAAAMMU HA SIAEKTPUUECKYIO CTUMYASILIMIO (MPeCHMHaNTMYeckasl AOKaAU3aLms), B TO Bpemst
KaK y MauvMeHTOB C HOPMaAbHbIM CYMMALIMOHHbIM NMOTEHUMAAOM, MATOAOTMYECKMM NOTEHLIMAAOM AEHCTBUS CAYXOBOTO HepBa
M OTPULIATEAbHbIM PEe3YAbTaTOM MpPU PEruCTPaLMun KOPOTKOAATEHTHBIX CAYXOBbIX BbI3BAHHbIX MOTEHLUMAAOB Ha SIAEKTPUYECKYIO
CTUMYASILMIO (MOCTCUHANTUYECKasi AOKAAM3aLMUsl) pe3yAbTaTbl MMNAAHTAUNK ObIAU HeyAOBAETBOPUTEAbHbIMU. MoAuepkuBaeTcs,
4TO AOMOAHUTEAbHAsi MH(OPMaLUs, CMOCOBCTBYIOMASI KaTeropu3aLmMmu NaTOAOTMYECKOTO NPOLIECcca, MOXKET ObITb MOAy4eHa Mpu
OnpeAeAeHUM TeHOB, OTBETCTBEHHBIX 3a Pa3BUTHE ayAUTOPHBIX HelponaTuii.

KatoueBble croBa: ayAUTOPHasi Hehponamn, MMKpO(pOHHbIVI MOTeHUMaA, OTOAKyCTUHECKas SMUCCHUS, KOXAeapHas UMINAaHTauums.

Auditory neuropathies (auditory neuropathy spectrum disorders, ANSD) may be a consequence of dysfunction of inner hair
cells and/or of synapses between these cells and auditory nerve fibers. Another cause of these disorders is supposed to be
pathological changes in the auditory nerve itself. The outcome of the rehabilitative treatment of the patients presenting with
this disorder depends on the quality of diagnosis and precise location of the pathological process. The present study involved 82
patients with auditory neuropathies. The audiological data obtained in the course of this work were compared with the results
of other authors published during the recent years. The objective audiological examination included electrocochleography,
registration of auditory brainstem response (ABR) and otoacoustic emission of short-latency and long-latency evoked auditory
nerve action potentials. High-amplitude cochlear microphonic and transient evoked otoacoustic emission (TEOAE) potentials
were recorded in 82 patients. In 17 (20.7%) patients, otoacoustic emission disappeared in the course of time even though the
microphonic potential remained stable. It was shown that the results of electrical acoustic correction in the patients exhibiting
long-latency evoked auditory action potentials and positive ABR to electrical stimulation (positive promontory test) were better
than in the remaining cases. The outcome of cochlear implantation to a large extent depended on the localization of the patho-
logical process. Specifically, the results of the treatment of the patients with high-amplitude summation potentials, prolonged
latency, and positive auditory action potentials in response to electrical stimulation (typical of pre-synaptic localization of the
pathological process) were better than in the patients with normal summation potentials, pathological auditory nerve action
potentials, TEOAE, and negative ABR to electrical stimulation (indicative of post-synaptic localization of the pathological pro-
cess). In the latter group of patients, the results of cochlear implantation were far from being satisfactory. It is concluded that
additional information facilitating categorization of the pathological process can be obtained by the identification of the genetic
mutations responsible for the development of auditory neuropathies.

Key words: auditory neuropathy, cochlear microphonic potential, otoacoustic emission, cochlear implantation.
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OPUTMHAABHBIE CTATbM

HpﬂHﬂTbIe COKpalleHus:

AH — ayIUTOPHbIE HEWPOIIATUH,

OAD — OTOaKyCcTUYecKast SMUCCHUSI,

KCBIT — KOPOTKOJIATEHTHbIE CIIYXOBbIE€ BbI3BAHHbIE
MOTEHIIUAJbI,

BBK — BHYTPEHHME BOJIOCKOBBIE KJIETKH,

HBK — Hapy>XHbIE BOJOCKOBbIE KJIETKH,

MII — MUKPOMOHHBII TOTEHLIUAIT.

AynuTopHbIe HeliponaTuu (3a0oseBaHust TPobUIs ayau-
TOpHbIX HeliponaTtuil) (AH) sBisiioTcst onHOl U3 Haubosee
WHTPUTYIOIIMX U CIOKHbBIX MATOJOTUI KaK JUIsl TUarHOCTUKHU,
Tak W 711 BbIOOpa MeTona peabunutauuu. HecMoTps Ha To,
YTO B MOCJIEHEE BpeMs aHHasl MaTOJOTUs MPUBJIEKAEeT BCe
OoJiblllee BHUMaHUE UCCieqoBaTesield U KIMHULKUCTOB, Tep-
BbIe CTaThM, MocBsIIeHHble AH, oTHocaTcest k 1996 1. [1, 2].
CeroniHsi BO BCeM MUPE MoJ HAOII0IeHUEM HaXOISTCS ThICSIYU
naiueHToB ¢ AH, 1 4yuciio ux yBeJMYMBaeTcsl ¢ KaxIbIM To-
oM. ITo nanueiM G. Rance [3] u T. Picton [4], mopsaka 10%
JIeTeit, POAMBILMXCS C CEHCOHEBPAIbHOI TYTOYXOCThIO, MOTYT
nmeTh AH. DToT nokasatenb noseiiaercs 1o 15—20% vy ne-
Teil C BBIPAXKEHHOM CTETNIEHbIO TYTOyXocTH [5].

OCHOBHBIM KJIMHUYECKUM MposiBieHueM AH gapisercs
CEHCOHEBpaJIbHOE CHUXEHHUE CIyXa Pa3HOW BbIPAXXEHHOCTHU
(OT YMEPEHHOT'O 10 TJIyXOThl) C COXpaHHOM (DYHKIIMEN HAPYXK-
HbBIX BOJIOCKOBBIX KJIETOK. Y OOJIbHBIX PETMCTPUPYETCS OTO-
akyctuyeckas amuccus (OAD), HO OTCYTCTBYIOT KOPOTKOJIa-
TEHTHbIC CJIyXOBbIe BbI3BaHHbBIEe noTeHLuaabl (KCBIT).

K AH oTHOCST (hyHKIIMOHANIbHbBIE HAPYILIEHWS WU T1aTO-
JIOTUYecKre UBMEHEHUs B epudepruyeckom oTelie CIyXOBOro
aHanu3aropa (B (YHKIIMOHAJIBHOM KOMILIEKCe, chOpMUPO-
BaHHOM BHYTPEHHMMH BOJIOCKOBBIMU KiieTkamu (BBK), Heii-
pOHAaMU CMUPAJIBHOTO TaHIJIMS W CHUHArcamu l-ro mopsiaka
mexxny BBK u ynutkoBbiM HepBoM). [1pu 3TOM B KayecTBe na-
TOOU3MOJIOTMYECKON MOJIEJIM PAacCMAaTPUBAIOTCS HAapyUIEHUS
BPEMEHHOI CyMMalMU pa3psiioB MepBUYHBIX ahhepPeHTOB.

K ocHOBHBIM 3THONOTUYECKUM (DaKTOpaM, JIeXKAlUM B
ocHoBe pa3Butusi AH, oTHOCSITCS reHeThyecKast U MUTOXOH-
npuaibHast arojiorusi [6, 7], Bec npu poxiaeHun meHee 1500 r,
HeoHaTaJIbHas Turepoumpyornnemus (6oee 350 MkMoutb /1)
[8], BpoxxneHHbIE MOPOKU pa3BUTHS; achUKCUS MIPU PoJaX U
np. [9, 10].

JlnarHo3 «ayauTopHas HedpomnaTusl» UCIOJIb3yeTcs s
OIKCAaHUS HapyILIEeHU cilyxa, 00yCIOBICHHbBIX TUChYHKIIMEN
BBK unu cunarncos mexay BBK u BosiokHamu ciiyxoBoro He-
pBa HACJEICTBEHHOU TPUPONLI U/WIN TUCGHYHKIIMEH Hero-
cpeacTBeHHO ciyxoBoro Hepsa. IlaTosnorust BBK (ananoruu-
Hasl KapOOIJaTUHOBOW MHTOKCUKALMU Y IKCHEPUMEHTATb-
HbBIX XMBOTHBIX) WIX UX CUHAICOB C HEPBHBIMU BOJOKHAMU
BbIpaxaetcs B orcytctBuu KCBII.

[Mporuiecebl nemuenvHuzali B ad@epeHTHbIX BOJIOKHAX
1-ro THIa CONpOBOXAAIOTCS MONABJIEHNUEM TeHEpaLy U pacpo-
ctpaHenus [1]1 B npeaenax BOJIOKHA, YTO B CBOIO OUYEPEIb BEIET K
pe3komy cHikeHuto aMruiutyasl KCBIT u ymivnenuto JITT.

MuTtoxoHapUuaibHasl MaTOJOTUSI COMPOBOXIAETCS YTHE-
TeHreM cuHTe3a AT®, sHepreTuIecKuM AeUIUTOM, CHUXKE-
HUEM CUHXPOHHOCTU Pa3psiioB BOJOKOH 3a CUET MEJIJIEHHOTO
BOCCTAHOBJIEHUSI OT/AEJIbHBIX HEMPOHOB nocie reHepauuu [1/]
U Pe3KUM CHUXEHUEM aMIuIUTy bl U yiuinHeHuem JITT KCBIT.

Bo Bcex cayvasix peructpupytorcss OAD u MukpodoH-
Hblii noreHuuan (MII), onpenensemblii npu MpoBeneHUN
9JIEKTpOKOXJIeorpaduu, CBUIETEbCTBYIOLIUE O COXPAHHOCTHU
HapyXHbIX BOJIOCKOBBIX kj1eTok (HBK).
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YyuThiBasg HETOYHOCTh TepMuHa (roBpexneHue BBK —
MaToJIOTUs HEPBa, TeHETUYECKAs PUPO/IA TIIyXOThI, U30JUPO-
BaHHOE TTOBPEXICHME HepBa IMPU LITYMOBOW TpaBMe), OBLIO
TMIPUHSTO PELICHUE O MEePEUMEHOBAHUN ayIUTOPHOM HEUPO-
MaTUU B «ayIUTOPHYIO JeCUHXpOHMU3ano» [11].

J1OMOJIHUTEILHO OBLIO MpeIokeHo moapasaeneHrne AH
Ha roaTuIsl [12]:

TIN 1 — MpecUHaNTUYeCKUil (JIoKaau3alus mpolecca 10
Mecta reHepauuu [T — HeMuenMHU3UPOBAHHASI, TUCTATb-
Hasl 4acThb CJIyXOBOTO HEPBA);

TUI 2 — TOCTCUHAINTUYECKUN (MTpOKCUMabHasI 4acTh
CJIyXOBOTO HEpBa).

B 2008 r. TepMuHOJI0THS ObLJIA IEPECMOTPEHA C YIETOM JIO-
KaJiM3aluu rmarojiornyeckoro mpouecca [13]. Ipu BoBiaeueHun
B MPOIIECC CIYXOBOTO HEPBA M COXPAHHOCTU BHYTPEHHUX BO-
JIOCKOBBIX KJIETOK 1 CHMHATICOB OBbLIO TIPEIOXKEeHO 0003HAYaTh
MaToJIOTHIO KaK 3a00jieBaHUE CIIyXOBOTO HEPBa, a IPU COXpaH-
HOCTH CJTyXOBOTO HEpBa 1 MOpaXKeHUU CHHarca — Kak 3a0oJie-
BaHUE CIyXOBOro crHarca. OqHaKO YUUTHIBAs CJIOKHOCTh YeT-
KOTO BbIJICJICHUS TTIOATUIIOB, MPUHIUITMAILHOE 3HAUEHHE TTPH-
0o0peTaeT MpoBeacHNE TOTIOTHUTEIBHBIX UCCSTOBAHUIA.

Ha MexayHapogHOM CUMITO3UyMe 110 ayIMOJOTUYECKO-
My ckpuHuHTrYy, npoxoauBiieM B 2008 r. B Komo (Mrtanus)
[14], GbUIO TIPUHATO pellleHUe MepeuMeHOBaTh 3Ty IaTOJIO0-
U0 B «3abosieBaHUe MPOMUIS ayIUTOPHBIX HEUpOIAaTHii».
CoxpaHeHHe B TEPMUHE CJIOBOCOUYETAHUS «aydIUTOPHAsT Heii-
ponatusi» ObLIO 00YCJIOBICHO CJIECIYIOIIM:

— pacrpoCcTpaHEeHHOCTb TEPMIUHA;

— HaJIM4yue CIeKTpa TYTOyXOCTH OT HE3HAUMTEJIbHOM CTe-
MEHU CHIDKEHUS CIyXa A0 TJIyXOTHI;

— BBeICHUE TEPMUHA «CIIEKTP» IMO3BOJIMIO PACIIPOCTpa-
HUTb €ro He TOJIbKO Ha MaToJIOTMIo HepBa, HO 1 Ha BBK u cu-
Haric.

XapakTtepHbIMu 111 AH cuMnTtomaMu SIBJISIIOTCS

— He3HAYUTeJIbHbIC MPOOJIEMBI CO CIIYXOM U TTOHUMaHU-
€M peYM WU UX OTCYTCTBUE MTPU MATOJOTUICCKUX ayTUOJIOT -
YECKUX TecTax;

— HapylieHue pa3dopunBOCTH peur (OCOOEHHO B IITyMe)
NP1 HOPMaJIbHBIX TTOporax ciyxa (puc. 1);

— (oK TYyMpYyIOIIask TYTOyXOCTb;

— (byHKIIMOHATbHAS TyXOTa.

Ha done cHmxeHus ciyxa peructpupyrorcss OAD 1 Mu-
kpodoHnHbIit moteHuuan (MIT), onHako orcyrcTBytor KCBII
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Puc. 1. Pa36opumBocTb hoHem B wyme B HOpMme U Y BOAbHOIO C
AYAUTOPHOW HeWponaTuen.
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Puc. 2. AaHHble TOHaAbHOM ayauometpun, peructpaummn KCBI, OAD n mukpooHHOro noteHumnasa y 60AbHOro0 C OAHOCTOPOHHEH ayAu-

TOpPHOW HeliponaTuen.

win peructpupytotcs marojorndyeckue KCBIT (puc. 2) [15—
18]. V 90—95% OGOJNBHBIX HE PETUCTPUPYIOTCS pPedIIeKCh
CTpeMEHHOM MblILbI [19].

XapaktepHbIM Ui AH sBnsietcs To, uto OAD y neteit Mo-
JKET UCUYE3HYTh CO BpeMeHeM |[2], B To xe Bpemsi MIT coxpaHsi-
€TCs, a TOPOTH CJBIIIMMOCTU HE MEHSIOTCS. DTOT (haKT MOXHO

BECTHUK OTOPMHOAAPUHIOAOTNM, 2, 2014

00BSICHUTH OJABJIEHUEM COKpaTUTeIbHOM criocooHoct HBK
WIN YJIUTKOBOTO ycuiautesist. [Ipr 9TOM OTKPBITBIM OCTaeTcsl
BOIIPOC, MTOYEMY XK€ He MeHsieTcs amruiuTyaa MIT?

MII orpaxkaet Tpoliecchl IeToJsSIpU3alim,/perosipu3a-
uuu BK, Bo3HuUKalo11e B OTBET HA OTKJIOHEHUE CTEPEOLIMTUIA
[20]. TTpu nomasnenuun nenonsipusanuu HBK cienosaio Obl
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OPUTMHAABHBIE CTATbM

oxugath noxasiaeHuss MII, koropoe, omHAKO, HE TTPOUCXO-
TIAT, TaK KaK MOCAeAHUI He 3aBUCUT OT YJIUTKOBOTO YCUINTE-
1. B Hamux HaomoneHusx OAD ucyesna TpU COXpaHHOM
MIly 17 u3 82 mauuenTos (20,7%).

Cy1iecTByeT psii BOITPOCOB, OTBETHI Ha KOTOpPbIE CYIle-
CTBEHHO 00JIETYWIIM OBbI TTOAXOAbI K IMATHOCTUKE U peaduIn-
TalMU JaHHOI KaTeropuu OOJbHBIX.

1. Moxert nu nauueHT ¢ orcyrctBueM KCBII, Hopmaiib-
Hoit OAD, HOpPMaJbHBIMU MOPOTAMM CJIBIIIMMOCTH UM HOP-
MaJIbHOM pa300pYMBOCTBIO UMETH 3a001eBaHue?

2. HackonbKo maronoruyeckumMu gokHbI 061Th KCBIT?
Hwmeet u 3a60s1eBaHuMe MALMEHT CO CHIDKEHUEM cityxa B 25 nb
u noporamu KCBIT na menuox 50 nb?

C 1e1bI0 YCTAHOBJEHMS Mpe- WIN MOCTCUHANITUYECKOM
MPUPOBI MOPaXKEeHUs PEKOMEHIYETCST UCTTOJIb30BaHUE TPaHC-
TumnaHaibHoit DKol'.

B nuarHocTuke BeIIEISIOTCS ABa Moaxonaa: 1) TecTupoBa-
HHUE CEHCOPHOU (YHKIIMU; 2) TECTUPOBAHWE HEBPAIbHOM
GyHKIIMN.

TectupoBanue ceHcopHoii dyHkimu (BK) Bkiovaer pe-
TUCTpaLMIO 3afepkaHHoM Bbi3BaHHOU OAD wim OAD Ha ya-
CTOTE MPOAYKTOB UCKaKEeHUS U peructparuio MII.

s Beinenenust MIT pekomennyetcs peructpanst KCBIT
Ha IIeJTYKY IepEMEHHO MOISIPHOCTH (HAKOIUIEHUE B pa3iesib-
Hble KaHaibl) UHTeHCUBHOCTHIO 80—90 nb HIIC (ro oTHoLIE-
HUIO K HOPMaJIbHBIM TIOPOTaM CIIBIIITUMOCTH ), TIPEIbSIBIISICMBIC
yepe3 BHyTpUyIIHbIe TenedoHsl [21]. C uenbio nuddepeHima-
1 MIT u apTedakTa cTMYyJia peKOMEHIYETCs ITepeKaTh 3BY-
KOBOJI BHYTPMYIIIHOTO TeJie(DOHA: €CIM CUTHAN SIBJISIETCS apTe-
dakToM, TO U Mocye mepexarrs 3ByKOBOJAA OH COXPaHSIETCS;
ecim 3apervctpupoBaH MII, To oH ncuesHer [9].

J1nis TecTupoBaHMsT (DYHKIIMK CJYXOBOTO HEpBa TakKKe pe-
koMeHayetcs peructpanus KCBIT Ha menuku repeMeHHOM
noJsipHocT HTeHcuBHOCTHIO 80—90 nb HITC ¢ HakormIeHn-
€M B pa3lebHble KaHAJIbI U1 UCKITIOUEHUSI HEBEPHOI MHTEP-
npetauuu MIT B KauecTBe KOMIIOHEHTA, TAKXKe KaK U IMPU BbI-
nenenun MII. Ilpu atom MII Gyner MeHSTh TOJSIPHOCTH C
M3MEHEHUEM TIOJISIPHOCTH IeTUKa, B TO BpeMs Kak IOJsIp-
HocTb KCBII Gyner octaBatbest HeudmMeHHoIM [11].

K nomomHWTENbHBIM TecTaM OTHOCSITCS pPETUCTpalus
pedrexca CTpeMEHHOW MBIIIIBI (YTO MPOOJIEMATUYHO Yy Je-
Teit) u cynpeccuss OAD KoHTpajaTepaabHBIM IITyMOM [22].

[Tpu o6cnenoBanuu neteit ¢ AH pekomeHmyercs cieayto-
LM HabOop TECTOB:

— aHaMHe3 U KOHCYJIbTaIs TTeanaTpa;

— orockorusi, KT u MPT yauTku u c1yXoBOro HepBa;

— MEAULIMHCKOE TeHETUUECKOe NCCIeIOBaHNE;

— 0(TaTbMOJIOTMYECKOE UCCIIeOBAHNE;

— HEBPOJOTUYECKOE UCCICIOBaHME.

[Ipu onpeneneHUM peaObMIMTALIMOHHBIX CTpaTeruii pac-
CMaTpUBAIOTCS TPU OCHOBHBIE MPUHIIMIA: 1) 3TUOJIOTHS 3a-
0oJIeBaHUS TTO3BOJISIET OTPENETUTD, SIBJSIETCS I MaTOJOTUYE-
CKO€ COCTOSTHME TTIOCTOSTHHBIM WJIu npexonsium [10, 24, 25],
U cesaTh BEIOOP MEXIY MEIUKAMEHTO3HBIM WJIU XUPYpTrude-
CKMM JIeYeHUEM JIMOO 3JIEKTPOAKYCTUYECKON KOPPEKIIUE;
2) y4uThIBasi TO, uTo neTh ¢ AH 1 0coGeHHO Te, KTO HaxOmucs
B MaJlaTaX UHTCHCUBHOM Teparuu, OTHOCSTCS K TPYIIIe pUckKa
IO COMYTCTBYIOIICH MATOJIOTUM, paHHEE BBISIBICHUE OTCTaBa-
HUS B pa3BUTUU MOXKET ONTUMU3UPOBATh JaJIbHEHIITYIO TAKTH -
Ky peabunutainmu; 3) y aereit ¢ AH Moryt BTOpUYHO pas3Bu-
BaThCsl BHYTPUUEPEITHBIC U MepudeprudecKre HelporaTuu.

AH MoxXeT ObITb KaK IBYCTOPOHHEI, TaK U OTHOCTOPOH-
Heii. Y Beex aeteit ¢ AH 1 0cobeHHO Tex, y KOTO MMeeTCs OJ1-
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HOCTOpPOHHEE MOpaxkeHWe M OTCYTCTBYIOT aHAMHECTUYECKUE
IaHHBIE, YKa3bIBAIOIIME Ha BO3MOXHOCTh passutus AH [26],
a TaKXe C OMHOCTOPOHHEW aHOMaJMel YeIFOCTHO-JIULIEBOTO
ckejieta [27] He0oOXOIMMO paccMaTPUBaTh BEPOSITHOCTD HAJTM-
Yyl arjia3uy Wiv TUIIOIIa3uu ¢iyxoBoro Hepsa. C 3Toii 11e-
Jbio pekomeHayercs nposeaeHue KT u MPT.

CrenyeT UMeTh B BULY, YTO Y HEKOTOPBIX IETeil CIyxoBast
(yHKIIMST BOCCTaHABIMBAETCS B TEUEHME IEPBBIX IBYX JET
xu3nu [10].

Y demeii 6 6o3pacme do 24 mec caedyem oueHv 0cHOpONCHO
omuocumucs k pesyavmamam pecucmpauuu KCBII (npu ux om-
cymcmeuu). Jl1a npunamus pewenus o peabuiumayuu Heooxo-
oumo Junamuteckoe Habaooenue!

Ha ocHoBaHUUM TaHHBIX TUTEPATYPhl U PE3yJIbTaTOB COO-
CTBEHHBIX uccaenoBanuii (82 mamueHta ¢ AH) MoxXHO Bblae-
JIUTh B3JEKTPODUMOJOTUYECKUE TTOKA3aTeIM, XapaKTepHbIE
st AH 28, 29]:

1. Hanuuue BbicokoamruintyaHoro MIT u OAD, otcyT-
ctBue [1J1 u KCBIT: MIT mpucyTcTByeT naxe mpu moaasie-
Hun OAD. Bricokas ammuuryna MII oOycioBieHa oTcyT-
ctBUeM a(dekTa ociaablieHUs CO CTOPOHBI CTareaIuaIbHbIX
pediekcoB M MeIMalbHOTO OJIMBO-KOXJIEApHOTO ITyyKa 3a
CYeT He3pesIoCcTH (YHKIMKM KOHTpasJaTepabHOM cympeccuu
MpU HETOHOIIIEHHOCTH.

2. Hanmuure BBICOKOAMITIMTYIHOTO ITOJIOKUTEILHOTO CyM-
MatroHHoro noteHimana (CIT) ¢ yimmHeHHBIM JJaTeHTHBIM T1e-
puonom (JIIT) ykaspiBaeT Ha peLIENTOPHOE, MPECUHANITUIECKOE
nopaxeHue (no Mecta reHeparmu 11 — HemMueTMHU3MpPOBaHHAS
YacTh CIyXOBOTO HEPBA), UTO sIBJIsieTcst TokazaHueM mist K.

Hopwmanbehbiit CIT ipu nmatonoruueckom I1J1 v Hamuunm
OAD Ha yacToTe MPOIYKTOB MCKAXKEHUS YKa3bIBalOT Ha TTOCT-
CHHANTUYECKOEe MopaxkeHue (HepBHasl TUCHYHKIIMS), BOBIE-
Karollee MpOKCMMAaJIbHYIO YacTh CIyXoBoro HepBa. [Ipu aTom
BJIEKTpUYECKasl CTUMYJISILIUS AUCTAJIBHOM YacTU CIYXOBOTO
HepBa He 3 heKTUBHA.

IIpu perucrpauuu KCBII, kak mnpaBuio, OTCYTCTBYIOT
MOTEHIIMAJbI Ha aKyCTUYeCKYto cTuMyJisimio [30] 11mbo peru-
crpupytotcs natonornyeckue KCBII: BoaHa V onpenensiercst
B 19% nabmonenuii, BonHa 1T u'V— B 6%.

Bonna V nMeer HU3KYIO aMILIUTyRy, yiuimHeHHbI JITT
(ananormyHo KCBIT Ha 1IeJYkyd OKOJIOIMOPOrOBOM MHTEH-
CUBHOCTH) WIM TIpEACTaBIeHa pPaCCUHXPOHM3MPOBAHHOI
BOJTHOM, OOBIYHO PETUCTPUPYEMOI TIPU CTUMYJISIIUM HU3KO-
YAaCTOTHON HU3KOMHTEHCUBHON TOHAJIBHOM MOCHIIKOW.

Ocoboe 3HaueHue npuoodpetaeT peructpaunst KCBIT Ha
3JIEKTPUYECKYIO CTUMYJISILINIO (TaK Ha3bIBa€MbIii TIPOMOHTO-
puanbHbIi TecT) [31, 32].

Perucrpanust Hopmanbhbix BosiH KCBIT siBnsiercs ykaza-
HUEM Ha TpecHHANTUYEeCKYIO JIOKaIu3aluio mpoliiecca, 4To,
Hapsily ¢ BBICOKOAMILIUTYAHBIM TtonoxuTteabHbiM CIT ¢ ya-
nuHeHHBIM JIT1, cBuaeTeIbCTBYET O XOPOIlIeM TTPOTHO3e KOX-
JieapHOM UMIIaHTauu [33].

Eciu KCBII Ha 351eKTpUYecKy0 CTUMYJISILIAIO HE PEru-
CTPUPYIOTCS, TO 3TO CBUAETEILCTBYET O Ne(PULIMTE CUHXPOHU-
3allMM HEPBHOTO OTBETA M YKa3bIBAaeT Ha MTOCTCUHANTUYECKYIO
JIOKQJIM3ALIMIO Mpoliecca, YTO B COYETAHUM C HAIMYUEM CYM-
MalMoHHoro noTeHana 1 OAD Ha yacToTe MPOAYKTOB MC-
KaKeHUs CBUIIETEJILCTBYET O TIJI0XOM TTporHose KU.

Hepenko npu orcyrctBuu KCBII peructpupyrorcs cra-
LIMOHAPHBIE CJIyXOBbIE BBI3BAaHHBIC OTBETHI (HECMOTpPS Ha
OIIHU U T€ K& UCTOYHMKM MX TeHepauuu). [IpuumHoii aToro
MOTYT OBITH: 1) pasnuuusi B KaauOpoBKe U 3(DGhEKTUBHBIX
YPOBHSIX CTUMYJISIIUM (MOIYIMPOBAHHBIC TOHBI/IIETYOK WA
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TOHAJBbHBI UMITYJIbC), 2) METOAMKA PETUCTpalliMd CTalluo-
HapHBIX OTBETOB OOeCIIeYMBAET BblAEICHUE MEHEE CUHXPOH-
HBIX peakluii, 3) pasauuyus B TMapamMeTpax (GUIbTpalluu —
HU3KOYacTOTHBIN cpe3 10 'y 1 HuKe TIpy perucTpalum cTa-
HuoHapHbIX oTBeTOB, 100 I'll M BBIIIE — TIPU perucTpaLuu
KCBII, 4) xapakTepuCcTUKU TIpeodOpa3oBaTeieii.

BaxHo MOMHHTH, YTO MOPOroBasl YyBCTBUTEIBHOCTH U
MOPOTH CTallMOHAPHBIX OTBeTOB Mpu AH He KoppenupyoT!

CrallMOHapHbIE CIyXOBbI€ BhI3BAHHBIE OTBETHI MOTYT KC-
I10JIb30BATHCS IJIST OLICHKU TepeIaTOYHON (DYHKIIMU BPEMEH-
HOM MOMIYJISILIMK, OIPEIesisisi TEM CaMbIM IIPOLIECCHI BPEMEH-
HOI1 00pabOTKM, KOTOpbIe HapyiiatoTcs pu AH.

JlonoynHUTebHAsT HGOPMALS MOXKET ObITh IMOJIydeHa
npu peructpauuu KCBII Ha peueBbie curHanbi |34, 35]. Cior
«0a» BBI3bIBAET KOMIUIEKC BOJIH, MMEIOIIUI CXOICTBO C Bpe-
MEHHOI CTPYKTYpoii ctuMyjia. KoMruieke uMeeT ObICTpoe Ha-
yayio (TpencTaBieHO BOJIHOM V), COMpoBOXKAaKoIIeecs: OTBe-
TOM, CJIEAYIOIIMM 3a YacTOTOM (POPMAHT INIACHOM.

Y 6onbHBIX ¢ AH OTCYTCTBYET OTBET Ha COTJIACHYIO (BOJI-
Ha V). YacTb oTBeTa, cienyolas 3a 4acTOTOM, TeHepUpyeTcst
B POCTpaJIbHOM YacTU CTBOJIA MO3ra Ha YPOBHE BEPXHEOJIH-
BapHOTO KOMIUIEKCa CyONOMmyIsiliMeil HeiipOHOB, CITIOCOOHBIX
pearupoBaTh Ha KaXIblii IIMKJI TOHAILHOM CTUMYJISILIUN (C Ya-
crotamu 10 1500 I'i).

HapyiieHue cMHXpOHM3aLUKM Ha YPOBHE CIIYXOBOTO He-
pBa ipu AH corpoBoxXnaeTcsl HapyllleHUeM OTBETOB HEMpO-
HOB CTBOJIa MO3ra.

Kopkoevie BII: cpeoneaamenmmuniii CBII, daunnosamenm-
noti CBII, Mismatch Negativity (MMN), P300

IIpu HEBO3MOXKHOCTU OIPEAEIUTD IIOPOTH CIIBIIIIMMOCTI
y IeTeii, a TakKe MJIs1 OIpeae/IeHHsI POTrHO3a peaduInTaLm-
OHHBIX MEpOMNpUITUil pekoMmeHayeTcs: peructpauust CBIIT
KOpPKOBOTro TpoucxoxaeHus [15, 36, 37]. BonbHbIE, Y KOTO-
PBIX perucTpupoBanuch miMHHodaTeHTHbie CBIT u otpuia-
TeJbHBIN MOTeHIMan paccoraacoBanuss (MMN), umenn no-
CTOBEPHO OOJIBIIIMIT TTPOLICHT paclio3HABaHUsI CJIOB U JIy4llIne
pe3yJbTaThl TPY UCTIOIb30BaHUU YeuaeHus [15].

Hanumune MMN (puc. 3) yka3biBaeT Ha aKTUBHOE KOIM-
poBaHUE aKyCTUYECKUX XapaKTePUCTUK Ha KOPKOBOM YPOBHE,
YTO CITOCOOCTBYET BOCIIPUSITUIO PEYH.

OTCyTCTBUE JIEKTPUYECKN BHI3BAHHBIX CPEIHE- U JINH-
HojaTeHTHbIX CBI1 y 601bHBIX AH KOppenupyer ¢ yxyaieHn-
€M BOCIIPUSITUSI PEYN.

B HekoTOpBIX CliydyasX BO3MOXKHA TaKKe PErMCTpaLiMs
KOpKoBbIX BI1 y GOJBHBIX MPU OTCYTCTBUM CPEIHE- U KOPOT-
konateHTHBIX CBII (puc. 4), 4TO0 KOppeaupyeT ¢ TaHHBIMMU,
CBUIETEIbCTBYIOLIUMU O TOM, YTO Y HEKOTOPBIX OOJBHBIX C
otcyrctBueM KCBII coxpaHsieTcss HeKoTopasi ClocOOHOCTh K
pa3IMYECHUIO PEYN.

VY 6onbHBIX ¢ AH oTMevaeTcs1 10CTOBEpHOE M3MEHEHHUE
noreHuuana N Ha GONbIIME U3MEHEHUS] YACTOThI UM UH-
TEHCUBHOCTH, YeM B KOHTPOJIBHOI rpymiie. YmuimHenue JII1
N, Taxxe 6osee BerpaxeHo npu AH (Goblie Ha HU3KKX Ya-
CTOTaxX M OOJIbIlIe TIPY U3MEHEHUM MHTEHCUBHOCTHU, YeM 4Ya-
cToThl). OTMeuaeTcs Takxke OoJiee BbIpakeHHOE IMOAaBIeHUE
AMILIUTYIbI IIPU U3MEHEHMU YacTOThl. McKiIIoueHe coCTaB-
JISIOT JIMIIb OOJIbHBIE C TIpeCUHanTU4YecKoi npuponoit AH, y
KOTOPBIX aMILIUTYda YBEIMUNBAETCS.

OTMeueHHbIC U3MEHEHUST XapaKTePHbI KaK [IJIs1 Hapylile-
HUSI BpEMEHHO1 00pabOTKM (HU3KME YaCTOTHI), TaK U JJIsI He-
BpaJbHOI amanTaiuu (BbICOKHME YacTOTHI).

W3 118 mereii ¢ nuarnoctupoBanHoit AH y 42% Gblia oT-
MeYeHa HEeIOHOLICHHOCTh M HAXOXIEHME B IajaTax MHTEH-
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Puc. 3. Pernctpauns MMN y GOALHOIO C ayAUTOPHO# HeiiponaTuen.

CHUBHOI Tepanuu, UCKYCCTBEHHAs! BEHTWJISIINS JIETKUX U TH-
nepounupyonHeMust [38]. ABTOpbl OTMETWIIN, 4TO Y 2/3 me-
Teil, KoTopbIM Obu1a mpoBeaeHa MPT, umenocs no kpaiiHei
Mepe OIHO BHYTpUUepernHoe ociokHeHue, ay 41% — 2 u 6o-
Jiee BHYTPUYEPETTHBIX OCJIOKHEHMUIA.

Ckpunune

[lpu mpoBeneHNM CKPUHWHTA, OCHOBAHHOTO HAa PETu-
crpaim OAD, AH He BBISBISIOTCS. DTO CBUAETEIBCTBYET O
TOM, YTO TSI TIOBBILIEHUST 3((PEKTUBHOCTH YHUBEPCATHHOTO
ayIMOJIOTMYECKOTO CKPUHUHTAa HEOOXOAMMO MPOBEIeHUE CO-
yetaHHo peructpaunu OAD u KCBIIB.

B cootBetrcTBUM ¢ pekomeHmanusamu Joint Committee of
Infant Hearing [39] HOBOpOXXIeHHBIM, HAXOISIIIMMCS B Taia-
TaX WHTEHCUBHOW Tepamuu Oojee 5 mHel, MOJKHA TIPOBO-
nutbes peructpauns KCBII.

Y4uThIBask TO, UTO MPU TIOBBIIIEHHOM YPOBHE OWIUPYOU-
Ha U/WIK HU3KOM Bece TMPU POXKIEHUU MOXET UMETh MEeCTO
BOCCTaHOBJIeHUE cITyxoBoi (pyHKImu |10, 24|, 1y mpuHSTHUS
peleHus: o peaduauTalMy (MMIUIAHTALMs1) HEOOXOAUMO IU-
Hamuyeckoe HabmoneHue. Kpome toro, peructpamus KCBII
JOJKHA TIPOBOMUTECS AETSIM, B CEMbe KOTOPBIX UMEINUCh Ha-
PYIIEHUS CITyxa B IETCTBE, a TAKXKE IETSIM C CEHCOPHBIMU MO-
TOPHBIMU HEHPOTTATUSIMH.

Ilenemuueckue uccaedoganus

[1pu HEBO3MOXKHOCTHY OTpeeIeHUsT JTOKAIU3aIuHY TTopa-
>KEHUsI TIPY CEHCOHEBPATbHOM CHIKEHUHU CITyXa MO0 HeBO3-
MOXHOCTU OIpeNesieHNs] JIOKAIU3alMM TaTOJIOTMYecKOro
nporiecca npu AH (Tipe- Wi MOCTCMHANITUYECKOE MOpaxke-
HUE) 1eIecO00pa3HO MPOBEACHNE MOJIEKYJISIPHBIX TeHeTUIe-
CKUX UCCJIEIOBAaHUIA HA TIpeIMET HATNUUS MyTalnuii (0coOeH-
HO TIPY HECUHIPOMAIBbHOU TyroyxocTu). CeromHs1 M3BeCTHHI
KaK MMHUMYM 6 T€HOB, OTBETCTBEHHBIX 3a pa3Butue AH:

1. Myranuus rena DFNB9 (OTOF) B xpomocome 2p 22—23
OTBETCTBEHHA 3a poaykinio 6enka Otoferlin. bemox mokanm-
3yetcst B BBK [7, 40]. Myrtaumst reHa OTOF oTBETCTBEHHA 3a
MHOXEeCTBO HECUHIPOMAaIbHBIX (hopM HeliponaTtuii [41]. [1pu
9TOM U3MEHEHUS UMEIOT MECTO TOJTbKO B CUHANITUIECKOM 00-
nactu BBK. Otoferlin siBisiercst cencopom Bxoxaenus: Ca>* B
BBK u3 cunarca.
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2. Myramusa rtena DFND59, xomupytomiero 06e10K
Pejvakin, B xpomocome 2q31.1—31.3, mpuBoAUT K TIOBpEXIe-
HUIO 6e1Ka, 0OHAPYKEHHOTO B KJIETKAX CITUPAIILHOTO TaHTJINSI
U CTPYKTYP CIIyXOBBIX MPOBOSIINUX TTyTeil. B oTmuune ot my-
taumu OTOF MeeT MeCTO HeBpajibHas TYTOyXOCTh [42].

3. HecuHapoMasibHbBIN TOMUHAHTHBIN TUTT TIPOTPECCUPY-
foieit AH, 00ycltoBIeHHBIINM TATOJIOTHEH XpOMOCOMBI 13q14—
21 (AUNAI) |12, 43]. I'eH Hen3BeCTeH, paBHO KaK U MEXaHU3M
netictBusl. CUMIITOMAaTHKA aHAJIOTUYHA TOM, KOTOpast UMeeT
MecTo Tipu MyTaruu reHa DFND59.

4. Myrauuss rteHa DIAPH3, xomupytomiero 0e10K
Diaphanous, TpUBOAUT K HAPYIICHUIO PETYJSIIIMM aKTUHA,
CcTabUIM3alny MUKPOTYOYJI, YTO COIPOBOXKIAETCS HapyIe-
HUeM cuHanTudeckoi mnepenaun. Dopmupyercs: HECUHAPO-
MaJIbHbBIN JOMUHAHTHBIN U AH [44].

5. Myranus reHa R445H npuBOINT K HAPYIICHUIO CUHTE-
3a 6enka OPA1, 94TO COMpOBOXIAETCST pa3BUTUEM TTOCTCUHATII-
tryeckoit AH 3a cuer HapymieHUs PyHKIIMM OKOHYAHUI He-
MUETMHU3UPOBAHHON YacTu ciayxoBoro Hepsa. KW aktuBu-
PYIOT TIPOKCUMAJIbHYI0O MUETMHU3UPOBAHHYIO 4YacTh HepBa
[45, 46].

6. Myrauus rena MPZ nipuBOIUT K IIOTEPE TaHIJIMOHAP-
HBIX KJIETOK IIEHTPAIBHBIX U MTepudepruIecKux BOJOKOH CIIy-
xoBoro Hepsa [47]. [Tpu atom BBK 1 HBK (TtoBpexnaeTcst no
30% KJeTOK B BEpXYIIEUHOM 3aBUTKE) HE MOBPEXKIAIOTCS.
CHuXeHMe ciryxa OOyCIIOBJIEHO HAapyIIEHUSIMUA Ha aKCOHAITb-
HOM ypoBHe. JloTTOTHUTETbHBIN 2(DheKT OKa3bIBaeT pacCUH-
XPOHU3AIIMS Pa3PsIIOB OCTABIINXCST BOJIOKOH.

Peabusumauus 6oavnoix c AH

Bri6op MeTona peabuinTauy py MONTBEPKIEHUN A -
rHo3a AH Bo MHOroM ycClOXHsIeTCsl KaK KOMITJIEKCHOCTBIO
MPUPOIBI 3a00JIEBaHUS, TAK M OTPAHUYEHHOCTBIO TUATHOCTH -
4eCcKoi MH(MOPMAIINH O JIOKAIM3AIUY TTATOJIOTMYECKOTO TPOo-

14

1ecca 1 BapuabebHOCTBIO PeabMIUTAIIMOHHBIX TEXHOJOTU.
Wcxonst 13 3TOTO0, MpU HATMYUKM OCTATOYHOTO CITyXa TIpexne
BCEro HeOOXOAMMO HAUMHATH PEaOVITUTAIINIO C TIOTTBITOK CITy-
XOIPOTE3NPOBATh PeOeHKa, OCHOBBIBASICh Ha TIOAXOAAX JOKa-
3arejIbHOM aynuonoruu [48, 49].

Cayxonpomesuposanue

Ha nuarHoctuyeckoM artare CUTYaIusl OCJIOXHSIETCS 3a
CYeT TOTO, YTO HE PETUCTPUPYIOTCS IEKTPOhU3NOIOTHIC-
CKUE OTBETHI U MIPUXOMIUTCSI OPUEHTUPOBATHCS HA TIOBEIEHYE-
CKHMe peakluu pedeHKa Ha 3ByKW W peub. [Ipu orcyTcTBUM
MUHAMWKA PEKOMEHITYETCSI CITyXOITPOTE3UPOBAHUE.

IIpu AH HapymaeTtcs BpemMeHHasi 00paboTKa U KOAUPO-
BaHWE BPEMEHHBIX XapaKTEePUCTUK pPEYM, YTO TPUBOIUT K
QIMCCOIMAIIMY Pe3yJIbTATOB TOHATLHOUM M peueBoit aymuome-
Tpuu.  YuutbiBasg T0, 4To CA 00ecrneunBaioT ycuieHue, HO
He KOMIIEHCUPYIOT NedulluTa BpeMeHHOUl 00paboTku, pe-
3yJIBTATHl IPOTEe3upoBaHus neteit ¢ AH Bcerna xyxe, uem pe-
3YJIBTATHI y IETel C CEHCOHEBPATBLHOM TYTOYXOCThIO.

Hcxonst U3 MpeanochuIKi O TOM, UTO YJIydllleHUe COOT-
HOIIEHUSI CUTHAJI/IITYM y 3TUX JIeTeil OyIeT COMpOBOXKIATHCS
yIydIlleHeM BOCTIPUSITUSI peuu U pa3BuTus si3bika [50], cie-
NyeT TIpelycMaTpuBaTh ucronb3oBanue FM-cucrem.

J1j1s1 peKOMEHIAINY CITYXOTIPOTe3UPOBAHMSI HEOOXOTUMO
OTBETUTH Ha CJIEYIOIIE BOIIPOCH:

1. Hanmnmune OAD cBUIETEIBCTBYET O HOPMAIbHOM (hyHK-
1 HBK. He nospensitcst iu HBK nipu ucrionb3oBaHnuu ycu-
JieHus?

2. HapyieHue BpeMeHHOM 00pabOTKM HE MOXET OBITh
KOMIIEHCMPOBAHO TIPU TIOMOIIM ycuieHus. Yto crnemyeT pe-
KOMEHIIOBaTh — OIHOCTOPOHHEE WJIU TBYCTOPOHHE MCTIOb-
3oBanue FM-cucrem?

3. Crnenyet v UCKITIOYATh TIPU TIPOTE3UPOBAHNY UCTIONb-
30BaHUE KOMIIPECCUU, KOTOPast, KaK U3BECTHO, BHOCUT MCKa-
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JKEHMSI BO BpeMEHHYI0 00paboTKy ycuaeHHoro curtaia? Ecim
Ila, TO KaK OyIeT UCKIIIoUeHa aKycTuieckasi TpaBMa’?

4. Kak cnemyet BecTu cebs1 Tpu (JIIOKTYUPYIOLIEH Tyro-
yxocTtu?

5. Korma cienyeTr cTtaBUTb BOIIPOC O KOXJIEAPHOW MM-
MJIaHTalum?

B cootBeTcTBUM ¢ MpOTOKOJIOM, NPUHATHIM B 2008 1.,
OOJIbHBIM PEKOMEHIYETCsI MCITOIb30BaHUE TMHEHHOTO YCUIe-
HUST (MCKIIIOUEHME KOMITPECCUH), UCIOIb30BaHUE HU3KOYa-
CTOTHOU (OUIBTPALIMU UJIU BHICOKOYACTOTHOM TPAHCTIO3UIINH.

Kak 6b1710 otMeueHo Bbitie [9], y monoBuHb neteit ¢ AH
CIyXONpoTe3upoBaHue 3(PPeKTUBHO. Y 3TUX AETEi, B OTIU-
yye OT MALMEHTOB C OTCYTCTBMEM 3(deKTa, perucTpupyroTCs
kopkoBble CBII. B Hammx HaOMIOIEHUSIX MOJIOXKUTEIbHBIN
3P HEKT OT JIEKTPOAKYCTUYECKOM KOPPEKIIUU ObLT OTMEUYEH Y
38 6osbHbBIX (46,35%).

CoBpeMEeHHbBIC  TEXHOJOTUM  CIYXOMPOTE3UPOBAHUS
onpenessoT HeooxoauMocThb n3MepeHust RECD (paznuuus B
YPOBHSIX 3ByKOBOTO JIaBJICHUST, UBMEPEHHBIE B pEaTbHOM yX€ U
Kamepe CB3U 00beMOM 2 CM®) U KCIIONb30BaHUSI (hOPMYJT
MpeANUCcaHusl YCWICHUs U BBIXOJA CIYXOBOTO armapara
(DSLv5, NAL), nist yero o6s13aTeIbHO M3MEpEeHUE TTOPOTOB
casimmuMocT. OMHAKO eClv y AeTeil ¢ CEHCOHEeBPAJIbHOM Ty-
TOYXOCTBIO TTOPOTH MOTYT OBITh OMpEeJeHbl MPU PEerucTpa-
uuu yactotHo-crenuduanbix KCBIT nan CCBII, 1o y aeteit
¢ AH a10 HeBO3MOXHO. B pe3yibTare 3TOr0 onpeaeieHue mo-
BeIEHYECKMX ITOPOroB IMPOU3BOAUTCS B Bo3pacTe 6—9 Mec.

Koxaeapnas umnaanmauus

ITpu otcyrcTBUM 3(hdeKTa OT aneKBaTHOTO CIYXOIPOTe-
3UpOBaHUs (OTCYTCTBUE IpOrpecca B TOHUMaHUM PeUr U pas-
BUTHU CIIyXOBBIX U S3bIKOBBIX HABBIKOB) BHE 3aBUCUMOCTH OT
MOBEIEHYECKUX MOporoB pekomeHayercss KA.
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mue hakTophI:
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IOYKIIMU PeYU JOJDKHBI pPACCMATPUBATLCS B KaYeCTBE KaHIMIa~
TOB JU1s1 KM BHE 3aBUCMMOCTH OT IOPOToB ciblnumoct. KN
JOJIKHO TIPEIIEeCTBOBATD CYXOIPOTE3UPOBAHMUE.
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