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Pedepar. BBegenne. OfHUM 13 OCHOBHBIX KJIMHUYECKUX IPOsIBIEHUH a/bda-MaHHO3H/[03a SIBJISIETCSI TATOJIO-
I'Hst OpraHa C/IyXa pa3IudHON GOPMBI U CTeTIeHH BbIpakeHHOCTH. OCHOBHBIM METOZOM KOPPEKLIMHU HapyIIeHH
CJ/IyXa y TIAaLMeHTOB ¢ anbda-MaHHO3U/I030M SIB/ISIETCS HCIIO/Ib30BaHHE TEXHUYECKHUX CPeZICTB peabrINTALN.
Ha npotsxeHH Bcero nmeproa CIyXxope4eBoii peabuInTauy Ajst AeTeii ¢ anbda-MaHHO3U030M HEOOXOL MBI
CrellMa/IM3MpOBaHHasi OMOLIb U nojaepxka. Lens nccremoBanusi. ONTHMU3UPOBATh TAaKTUKY CIyXopeye-
BOY peabMINTALUH TTAL[HEHTOB AE€TCKOTO BO3PACTa C TYTOYXOCTbhIO, aCCOLIMMPOBAHHOI € a/ib(a-MaHHOBHUI030M.
IManueHnTsI ¥ MeTOABI. B nccnenosanuu Ha 6aze PI'BY HMULO ®PMBA Poccuu mpuHSIIHM yyacTye 7 HalueH-
TOB. B pamKax faHHOTrO McC/Ie0BaHMst GBI ITPOBEJEH aHAIU3 PE3y/IbTaTOB KOMILIEKCHOM C/TyXOpe4eBoii pea-
6unurauuu. Pesyaprarel. [Ipy aHamm3e pe3ybTaToB KOMIUIEKCHOM CTyXOpeueBOM peabGHINTal i OTMeYeHbI
CTaTHCTHYECKU 3HAYUMOE y/Ty4llleHre BOCIIPUSTHS U Pa300PUYMBOCTH PeyH B Pa3/IMYHBIX aKyCTUYECKHX 06CTa-
HOBKaX, MOsIBIeHWEe BOKa/lu3anuy, GOpPMUPOBAHME CIOBAPHOTO 3araca, BbIPAabOTKa YCT0BHO-pedIeKTOpHOM
nsurarensHoi peakunu (YPIP) Ha 3ByK, yryulieHHe opreHTanyu B mpocTpancTse. O6cyxaenue. st adpdex-
THUBHOM peabGHINTALUH ALUEHTOB C abda-MaHHO3U/L030M HEOOXOAMM KOMIUIEKCHBIN TTOXO0, BK/IIOYAIOIUi
MeJULIMHCKOe HabIofieH e, NHANBU/yaIbHbIe TPOrPAMMbI PeabHINTALUN, TIOCTOSIHHYIO MOAJEPXKKY CIelu-
aJIMICTOB.
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Abstract. Introduction. One of the main clinical manifestations of alpha-mannosidosis is hearing impairment
of varying forms and severity. The main method of correcting hearing impairment in patients with alpha-
mannosidosis is the use of technical means of rehabilitation. Throughout the entire period of auditory and
verbal rehabilitation for children with alpha-mannosidosis, specialized care and support is needed. Objective.
To optimize the tactics of auditory and verbal rehabilitation of pediatric patients with hearing loss associated
with alpha-mannosidosis. Patients and methods. 7 patients took part in the study on the basis of the Center
for Otorhinolaryngology of Russia. As part of this study, an analysis of the results of comprehensive auditory
and verbal rehabilitation was carried out. Results. Analysis of the results of comprehensive auditory and
verbal rehabilitation revealed statistically significant improvements in speech perception and intelligibility
in various acoustic environments, the emergence of vocalization, vocabulary development, the development
of a conditioned motor response (CMR) to sound, and improved spatial orientation. Discussion. Effective
rehabilitation of patients with alpha-mannosidosis requires a comprehensive approach, including medical
monitoring, individualized rehabilitation programs, and ongoing specialist support.

Keywords: alpha-mannosidosis, sensorineural hearing loss, mixed hearing loss, quality of life, auditory and
verbal rehabilitation
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BBegenue

Anbdpa-MaHHO3U[03 — 3TO peJKOe reHeTH4e-
cku 00ycioB/IeHHOe 3a60/1eBaHMe U3 TPYIIIBI JTU30-
COMaJIbHBIX GO0JIe3Hel HAKOIUIEHHs, 00yCI0OBIeHHOe
HE/IOCTAaTOYHOCTBIO KHC/IOM  aibdpa-MaHHO3MIA3ZBI
BcsiefcTBre MyTannii reHa MAN2B1 1 xapaxrepusyro-
1eecst My/IbTUCHCTEMHBIM IIOPYKEHUEM, CBSI3aHHBIM
C TIpPOrpeccHpyloLIMM HapylleHHeM MeTabonu3Ma
OJIMTOCaXapUAHBIX LieTlel IJTUKOIIPOTEUI0B, KOTOPbIe
HAKaIUIMBAIOTCSI B IM30COMAaXx U MPUBOZJSAT K HeoOpa-
THMOMY HapylueHHo QYHKLIUH KIeTOK. 3aboeBaHue
BCTPEYaeTCsi C 4YaCTOTOM 1:500000/1:1000000 Hace-
JIeHUSI.

Knnuuyeckue nposiBieHust npu anbda-MaHHO-
3U/i03€ 0CTAaTOYHO Pa3HOOOGPA3HbI U 3aTPAaruBalOT
pas/IMuHbIe CUCTEMbI OpraHu3Ma. B Hacrosiuee Bpe-
Ms1 TIPeAJIOXKEHBbI TPU KIMHUYECKUX THUIA TeYeHUs
3a6oneBanus [1-7]. 1-i1 Tum: nerkast popma, mepsbie
KJIMHUYeCKHe MPOSIBIEHHs] OTMEYaloTCsl B BO3pacTe
nocsie 10 jet, 6e3 aHOMa/IMI CKe/leTa, XapaKTepHO
Me/l/IeHHOe IPOrpecCUpOBaHUe; 2-i THUI: yMepeH-
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Hast popMa, KIMHUYECKHE IIPOSIBIEHHUS] OTMEYaIoTCsl
B BO3pacTe /IO 10 JIeT, XapaKTepHO Pa3BUTHe aHOMa-
JIUMA CKejleTa U MeJlJIeHHOe MpOrpeccUupoBaHMe; 3-U
U TsDKeaast $opma, XapaKTepHO ObICTpOe Mpo-
rpeccrupoBaHue 3a60/IeBaHMsI, MOXKeT 3aKaH4YUBaThCsI
BHYTPUYTPOGHOI rubesbio I/I0AA WK PaHHE! [IeT-
CKOM CMepPTHOCTBIO BCJIe/ICTBHE MTPOrPeCCUPYIOIIEro
nmopaxennst LTHC wnu nudexumu. BonpmucTBo na-
IIEeHTOB OTHOCSITCS K KIIMHIYeCKOMy TUITy 2. OgHUM
13 TIepBbIX CUMIITOMOB Ha PaHHeH CTafiuM JAHHOTO
3a60/1eBaHus SIB/ISIETCSI [TPOTPECCHPYIOLee CHIDKEHNE
CJIyXa TO CEeHCOHEeBPA/JIbHOMY M CMeIIaHHOMY THITY
CcpefHel U TsHKeNON CTeleHU, KOTOPOe YacTO OCIOXK-
HSIeTCS PeUUIUBUPYIOIUM KCCYJATUBHBIM CpeJHUM
oTtuToM. BHeuHuii Buy manuenHTa npu anbga-MaHHO-
3MJ03€e IPeJCTaB/IeH Ha PHC. 1, @ B BO3PAaCTe 1,5 TOAa),
1, 6 (B Bo3pacre 3,5 roga), 1, 6 (B Bo3pacre 16 jieT) st
MPOCMOTPa M3MEHeHUH (PEeHOTUIMUYECKUX IPU3HA-
KOB, U3MEHSIIOLIVXCS B 3aBUCHMOCTH OT BO3pacTa.
PasButue peun fereil ¢ anbpa-MaHHO3UO30M
HauMHaeTcsi B Gosiee MO3ZHEM IIEpUOJE, YeM y HX
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Puc. 1. Buewnwii Buz nauuenta B., B Bospacre 1,5 roga (a); 3,5 roga (6); 16 ner () npu anbda-MaHHO3UZO3E
Fig. 1. Appearance of patient V., aged 1.5 years old (a); 3.5 years old (6); 16 years old () with alpha-mannosidosis

CBEPCTHUKOB, OHH UMEIOT CKY/IHBIHN CJIOBAapHBIN 3amac
u nedexr peun. Hapyurenue ciryxoBoit GyHKumH eie
Gosibllle OTSITOLIAET pevyeBOe pPa3BUTHE MALMEHTOB
JDaHHOM rpymmsl. Taroke COMyTCTBYIOIIMMH IIPOSIBIIE-
HUSIMU a/ibda-MaHHO3UAO3a SIBSIOTCS HapyLIeHHe
MCUXUYECKUX (QYHKLUMM, YMCTBEHHAsi OTCTAJIOCTh,
HapyIleHHe MOTOPHOTO Pa3BUTHS 3a CUET AaHOMaJIHi
Pa3BUTHS Yepella ¥ MOPaXKeHUH OMOPHO-IBUTATETb-
HOTO ammapara. /JaHHble KIIMHUYeCKHe TIPOSIBIIeHUSI
3aMeISIOT AMATHOCTHUKY U PeabMIUTALIMIO MaleH-
TOB C asiba-MAHHO3UZ030M.

HepoctaTo4HOCT CBOEBPEMEHHOI AUATHOCTUKU
1 peaGHINTALMH, B CBOIO OY€pe/b, BeET K Pa3BUTHIO
CEeHCOPHOI1 IeTIPUBAIVH, 3aMeJI/IEeHHIO YMCTBEHHOTO
pasBUTHsI pebeHKa, yMEHbBLIEHUIO YPOBHSI peann3a-
LMK 00pa30BaHMUS, YXYILEHHIO Ka4eCTBa JKU3HHU.

Iexs nccnemoBanmst

OnTrMHM3MpOBaTh TAaKTHUKY CIyXOpe4yeBOH pea-
OWIMTALMY MALUEHTOB NeTCKOr0 BO3pacTa C TYro-
YXOCTBIO, aCCOLIMMPOBAHHOM C a/1ba-MaHHO3HU/JO30M.

[lanmueHTHI 1 MEeTOABI CCIIEZOBAHUS

B maHHOM wucciefoBaHMM ydYacTBOBa/M 7 TIa-
LIMEeHTOB: 5 MaJIbYMKOB U 2 JeBOYKHU C HapylleHHeM
CJIyXa, aCCOLMUPOBAHHBIM C asibda-MAHHO3UZ030M

B BO3pacTe OT 4 70 17 neT. KaxaoMy mauueHTy Ha
6aze PTBY HMULIO ®PMEA Poccuu 65110 mposefie-
HO KOMIUIEKCHOE ayAHOJIOrMYecKoe 00C/iefoBaHre
[7-9], BrIKOYaBIIEE KaK OOBEKTHUBHBIE METOABI 00-
CJIeJOBAHMUS: AKyCTUIECKYIO UMITEJAHCOMETPHIO, pe-
ructpanuio 3BOA3, KBCII, B ToM ynciie 1 ¢ KOCTHBIM
TenepoHoM, ASSR-TecT, Tak ¥ CyGbeKTHUBHBIE (IICU-
XOAKyCTUYECKHUE) METO/bI JUATHOCTUKU: TOHABHYIO
[TOPOTOBYIO ayJUOMETPHUIO, UTPOBYIO ayJHOMETPHIO,
a TaKKe KOMIUIEKCHOE OTOPHUHOJIAPUHTOIOTUYECKOE
o0c/ieoBaHye, BKJIIOYAIOIIEE: OTOBUIEOSHIOCKO-
M0, PUHOBUEOIHIOCKOIIHIO C BU3yan3alueil HO-
COITIOTKH, (papUHTOCKOTIHIO.

[To pe3y/ibTaram MpoBeseHHOTO AYIUOTOTUIECKO-
ro o6ceoBanus y 6 fgereil BoIsIB/IEHA JBYCTOPOHHSIS
CeHCOHeBpaJIbHasl TYTOYXOCTh, y 1 pebeHKa — cMme-
maHHast GpopMa TYroyxoCTH, CBSI3aHHAS C PELUAUBU-
PYIOLMMU SKCCYAATUBHBIMU CPEJHUMU OTUTAMU, U3
HUX 1 TIALUEHT MPOXOLUT JIeYeHHEe METOAOM IIyHTH-
poBaHusi 6GapabGaHHOMN TOJOCTH MPHU TIOMOLM TUM-
MAaHOCTOMHUYECKUX LUIYHTOB JJINTEIbHOTO HOLIEHHUS.
PacripeziesieHre MagyeHTOB MO CTEIEHU TYTOYXOCTH
[peCTaB/IeHO B Tab/l. 1. Y 3 MALMeHTOB paHee Gbil
OTIBIT MOHOYPA/IBHOTO, GUHAYPAJIBHOTO CIYXOMpPOTe-
3UPOBAHUsI, BCE €THU U UX POJUTEM OTMEYad He-
IOCTaTOYHYI0 Pa36OPUYMBOCTH pevH, JUCKOMMOPT Ha

Tabauya 1

Jaunbie 06C1e40BaHUS NALMEHTOB (N =7, 14 ylIei)

Table 1

Patient examination data (n = 7, 14 ears)

CrerneHb TYrOyxoCTH AD (mpaBoe yxo) AS (neBoe yxo) Bcero (AD+AS)
I — — -
II 6
11 6
v 1 1 2
I'myxoTa - - -
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IPOMKHeE 3BYKH, B LIyMHBIX aKyCTHYECKUX 06CTAaHOB-
Kax IIPM UCIIOIb30BaHUHU CIyXOBBIX aIlIIapaToB.

AxycTuyeckass KOppeKuus ciayxa IPOBOAM/IAch
B COOTBETCTBUU C KIIMHUYECKUMU PeKOMeHJaLUsIMU
«CeHCcOHeBpaJIbHAsI TYTOYXOCTh Y JeTei» [10] ¥ BKIIO-
Yasia BBIOOP THIA ¥ MOLHOCTH CJIyXOBOTO arrapara
B 3aBUCHMMOCTH OT CTelleHH CHIDKeHHUs C/IyXa, U3-
TOTOBJIEHUEe WHAMBUJYaJbHOTO YLIHOTO BKJIQJBILIA,
usmepenue RECD — pasHuist Mexay orBetamu CA
B PEAJIbHOM yXe U CTaHJAaPTHOH KaJNOGPOBOYHOII Ka-
Mepe 06beMoM 2 cM3 (KyTjiepe), KOTopasi IMeeT Bbl-
COKYI0 BaprabebHOCTh B 3aBUCHMOCTH OT BO3PACTa,
CTPOEHMSI HapY>XHOI'O CJIYXOBOI'O IPOXOAQ, Ha/TU4us
MAaTOJIOTUM CPEeJHEro yXa, U COGCTBEHHO HACTPOii-
Ky CJIYXOBBIX aIlllapaTOB C y4eTOM 3TUX 3HA4eHUH
[11-17]. OueHka afleKBaTHOCTH HACTPORKU CITyXOBBIX
anmaparoB ¥ 3¢$QPEKTUBHOCTH CIIyXONPOTE3UPOBa-
HUsI BKJIIOYaJa BepHUUKALMIO BBIXOJHBIX Iapame-
TPOB C/IyXOBBIX aIlllapaTOB C MCIIOJIb30BaHHUEM aHa-
nusaropa ciyxoBbix ammapatoB Affinity Compact
(Interacoustics), CypEONesarorn4ecKkoro TeCTUPO-
BaHUs, BKJIIOYAOUIero ¢GopMHUPOBaHME KOHTAKTA
¢ peGeHKOM, orpe/ieieHrne IMOLMOHAIBHOMN cdephl,
CpeAcTB 00OLIeHUsI, MOTOPHOW cdepsl, mcuxopusn-
OJIOTUYECKUX TPOLECcOB (BHUMaHUeE, BOCIPHSTHE,
NaMsATh, MBILIIEHHE, PeYb), CIYXOBOE BOCIIPHSTHE,
IIPOBEPKY 3BYKOIIPOM3HOILIEHHUs], AUArHOCTUKY HM-
npeccrBHOM peun [18-25], pedeBoii ayaromerpuu
B CBOOOJJHOM 3BYKOBOM I10JI€ ITPY ITOMOIIY KJIMHUYe-
ckoro ayauometpa AC 4o (Interacoustics) u rpomko-
rosoputess ALS7 (Interacoustics), GbUIM UCITOIB30-
BaHBI «TECTOBbIE TAOIMIBI OJHOCIOXHBIX CJIOB JJIsI
TeCTUPOBAHUS fieTek» (B TUIMHE U Ha (oHe myma
[IPU COOTHOIIEHUU CUTHaJI/yM 6 1B) [26, 27], aHke-
tupoBanue (ukana PEACH 6buta npuMenena y gereit
B BO3pacTe OT 2 [0 6 JIeT, 3alo/IHs/Iach COIVIAaCHO Ha-
GJIIO/IEHUIO pOJUTEIeH 3a CIyXOPeUYeBbIM pa3BUTHEM
neteii; onpocHuk LIFE Gbut ipoBesieH y pereit cTap-
1Ie 6 JIeT, 3aIllO/IHSICS. MU CaMOCTOSITe/IBHO B 3aBU-
CHMOCTH OT UHJVBU/ya/IbHbIX OLIYIIeHUI B pa3any-
HBIX AKyCTUYECKUX CUTYALUAX B LIKOJIE).

PesynbraTsl

s akycTruyeckoii KoppeKIUH CJTyxa Bo BCeX CIy-
Yasix IPUMEHSIOCh GMHAypaIbHOE CTyXOIIPOTE3HUPO-
BaHMe 3ayIIHBIMHA LUQPPOBBIMH MHOTOKAaHATbHBIMU
CJIYXOBBIMH amNIlapaTaMU MOLJHOCTBIO, COOTBETCTBY-
IOLIei CTereHW CHIDKEeHHsT ciayxa. Takum obpazom

3 peGeHKa OGBUIM CTyXONPOTE3UPOBAHBI CTyXOBBIMU
amnmnapaTaMu cpefHeil MOLIHOCTH, 3 JeTell — MOoLl-
HBIMHM CJTyXOBBIMU aIlllapaTtaMy, 1 pebeHOK — CBepx-
MOILHBIMH CTyXOBBIMH armaparamu (Ta6i. 2).

KaxzoMy peGeHKy M0 MHAMBHAYATbHOMY CJIEIl-
Ky Hapy>XHOT'O CJIyXOBOTO IIPOXOJa U3TOTaBIUBaIMCh
WHIMBHU/ya bHbIe YIIHbIE BKIAZbIIH. OOBIYHO BbI-
60p $opMbI M MaTeprala UHAWBHYIBHOIO YIIHO-
ro BKJIJpIla 3aBUCUT OT BO3PACTa U CTelleHU CHU-
YKEHUsI C/TyXa, HO, YYUTBIBask 0COGEHHOCTH Te4eHHsI
3aboneBaHus anbda-MaHHO3MZO3a (@ MIMEHHO pe-
LUAUBBI IKCCYJATUBHOIO CPeHero OTUTA, YTO YacTO
TpebyeT yCTaHOBKH THUMITAHOCTOMHYECKUX TPYyBOK),
Ba)XHOW YaCThIO YIIHOTO BKJIQJbIIIA SIB/ISETCS BEH-
TWISILUOHHOe OTBepcTHe. [/ M3rOTOBJIEHUS] WH-
JIVBHyaTbHBIX YUIHBIX BKJIAZBIIIEN BO BCEX CIydasix
ObUT MCIOMB30BaH TBepAbld MaTepuan — Premium
FotoTec.

Jlo HacTpOHKM C/IyXOBBIX alllapaToB 6 [eTsM
6bU10 BbImonHeHO uaMepeHue RECD [14-17], 1 pe-
GEeHOK Ha MOMEHT aKyCTUYeCKOH KOPPEKLMH CIyxa
MPOXOJHJI JIeYeHHe MeTOJOM IIYHTHPOBaHUs Gapa-
GaHHOM IOMOCTH TMPH MOMOLIM THUMIIAHOCTOMHYE-
CKUX IIYHTOB JJINTEJIBHOTO HOLIEHMSI C IBYX CTOPOH,
B cBsizu ¢ yeM usMepenue RECD He mpoBoauiocs.
Jl1si pacyeTa 1jeneBOro yCuJI€HUs! C/IyXOBBIX ala-
paroB ucronb3oBanack ¢opmyra DSL v.5 [11, 28].
[lepBuyHas HacTpoliKa IMPOBOAM/IACH C YyY€TOM HH-
gusuayanbHbix 3HadeHuit RECD u akycrryeckux na-
PaMeTPOB CIIYXOBBIX AMMaparoB (puc. 2).

Jnsi 06BEeKTUBHOM OLIEHKA COOTBETCTBHSI BbI-
XOJHBIX XapaKTePUCTHUK CTyXOBOTO allllapaTa pacyeT-
HBIM KPHBBIM 4 MalFieHTaM OblIa BBIIIOJTHEHA BEPU-
dUKaMsT HaCTPOEK C/IyXOBBIX AINIMApaTOB METOZOM
M3MepeHHsT B peasibHOM yxe B aHaiauzatope Affiniti
Compact [12, 14-17], a 4 magueHTaM — C TOMOILBIO
U3MepeHMsT B CTAaHAAPTHOM Ka/MOPOBOYHOI Kame-
pe o6bemoM 2 cm3 [12, 14, 15, 17]. J1s1 BepudurKanmn
HaCTpPOeK C/IyXOBBIX aIlllapaTOB MCIIOIb30BAaJICS Te-
croBeiii curHan ISTS, nnst oneHkM cooTBeTCTBUS pac-
YETHBIX KPUBBIX M BBIXOJHOTO YPOBHSI YCHJIEHUSI ITPO-
BOJM/IOCh M3MepeHHe Ha YPOBHSX MHTEeHCHBHOCTHU
55, 65, 75 1 90 AB (puc. 3).

OpHoMy nmalMeHTy OLjeHKa HaCTPOMKU CTyXOBBIX
alnrnapaToB MeTOJOM HM3MepeHHUs B Pea/ibHOM yxe He
IIPOBOAMJIACh BBU/Y JIeUeHUsI DKCCYAATUBHOTO CpeJ-
Hero OTUTA C NpHUMeHeHHeM THUMIIQHOCTOMHUYeCKHUX
Tpy6OK B GapabaHHOi#l momoctu. Hacrpoiika ciyxo-

Tabauya 2
PacnipegeneHue UCoIb3yeMbIX CTyXOBBIX aNIIAPAaTOB MO MOLIHOCTH (N =17, 14 yieit)
Table 2
Distribution of hearing aids used by power (n =7, 14 ears)
3ayuHpii [UPPOBOI MHOTOKAHAIbHBIN C/1yx0BoM anmapar (MowHocTsh) | AD (mpaBoe yxo) | AS (1eBoe yxo) Bcero (AD+AS)

CrnyxoBoii anmapat cpefiHei MOLTHOCTH 3 3 6
CyxoBOW anmapar MOILHBII 3 3 6
CryxoBoli anmapaTr CBepXMOIIHbIH 1 1 2
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Fig. 2. The result of the initial fitting of hearing aids for patient R., 6 years old
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Puc. 3. Pesynbrar BepupuKauuyu HACTPOEK CIYXOBBIX aNMapaToB
nmanyeHTa A., 4 TOfa ¢ AByCTOPOHHEH CEHCOHEeBPAJIBLHOM TYroyXo-
cTpio II cTerneHu ¢ MOMOLLBIO U3BMEPEHUS B KyIUIepe
Fig. 3. The result of verification of the hearing aid settings of
patient A., 4 years old with bilateral sensoneural hearing loss of the
2 degree using measurements in a coupler

BBIX allIapaToOB IPOBOAMIACE MO yCpeJHEHHBIM 3Ha-
YEeHUSIM C NOC/IeAyolei KOppeKIued HaCTPOMKHU Mo
pe3y/ibTaTaM CypAoINearornieckoro TeCTHPOBAHMSI.

B pamKax ZaHHOTO HCC/IeIOBAaHUS 4 MTALIIeHTaM B
BO3pacrTe 10-17 JIeT (2 U3 KOTOPBIX MMEIOT CEHCOHEB-
pasbHYI0 Tyroyxocts Il ctenenn, 2 — ceHcoHeBpaThb-
Hyto Tyroyxocth III cremenu) pnst oueHkH 3ddex-
THBHOCTH CJIyXOIPOTE3UPOBaHMsI ObLIa MpOBeJeHa
peueBasi ayJuOMeTpHUsI B CBOOOLHOM 3BYKOBOM IIOJI€.
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[TpoBogmnoch cpaBHeHHe JAHHBIX [0 U IIOCHE HC-
MO/Ib30BaHUSI TEXHUYECKOTO CpPeACTBA peabuinTa-
UuH (epBUYHAsT HACTPOIKA, Yepes 1 Mecsl U 3 Me-
CsILIa MCIIOJIb30BAHMs), B THIUMHe U Ha ¢oHe Iryma
IIpU COOTHOULIEHWM curHaia/mym 6 nb. B kauecrtse
peueBOro MaTepuasa ObLIM UCIIOIb30BaHbI «PYCCKUE
peueBbie TeCTb» [26, 27], COCTOSIINE U3 OLHOCIOXK-
HBIX CJIOB [JJIsl TECTUPOBAHUS JeTel, OIpezessics
MIPOLIEHT IPABIJIBHO BOCHPOU3BEJEHHOTO PeYeBOro
MaTepHaja MpH NpeAbsBIeHUN 10 CJIOB Ha ypPOBHE
65 nb Y3]1. Ha puc. 4 npeacTaBieHbl pe3y/IbTaThl pe-
4eBOH ayAOMeTpHH B CBOOOSHOM 3BYKOBOM IIOJIE IO
1 TTOCJIe aKyCTUYeCKOH KOPPeKIIUH CIIyXa, B TUIINHE
Y B IIYMHO# 06CTaHOBKE IPY COOTHOLIEHUH CUTHAJI/
urym 6 1b.

PesynbraTsl peueBoii ayiHOMETPUH B CBOOOLHOM
3BYKOBOM mosie (PHC. 4) pacrpeienuivch Caeyro-
UM 00pa3oM: cpefgHee 3HAYeHHE PAa30OPUUBOCTH
peyu Ipu MHTEeHCUBHOCTH curHania 65 ab Y3/ B Tu-
mrHe 1o Hactpoitku CA cocraBuiio 12,5%, B TO Bpe-
MsI KaK IPY UCTOTb30BAaHUM CIyXOBBIX aIlllapaToB,
HACTPOEHHBIX COIIACHO OCOGEHHOCTSIM HapyLIeHUN
CITyXa KayK[0To MaljeHTa, YBeTMINUIOCh BOCTIPUSITHE
1 pa3bopuuBOCTb peun 10 72,5%. [Ipu nposeaeHnu
WCC/IeJOBAHUS B LIYMHOW 0GCTaHOBKE BOCIPUSITHE U
Pa3bopUMBOCTD PeyH /IO CIYXOIPOTE3UPOBAHUS CO-
cTaBuIo 0%, Iocsie MepBUYHON HacTpoKu — 37,5%.
[1pu rcrio1b30BaHUH CITyXOBBIX AlIIAPATOB B TeUeHHE
1 Mecsilla OTMeYeHO CTAaTHUCTUYeCKU 3HAYMMOe YIyd-
IIeHHe BOCIPUSITHS U pa300PYMBOCTH PEYH B THUILIH-
He 1 Ha ¢oHe mwyma — 85 u 67,5%, mocie UCIOIb-
30BaHUSI CJTyXOBBIX alllIapaTOB B TeUYeHHe 3 MecsIeB
COXpaHsIeTCsl TEHAEHLMS K YIy4IlIeHHI0 Pa36opurBO-
CTH peun — 97,5 U 82,5% COOTBETCTBEHHO.
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Puc. 4. Pesynsrarsl paz6opunBocty peun (%) npy NpoBeAeHNN PeYeBOii ayAHOMETPUH B CBOGOZHOM 3BYKOBOM I10JIE IO U IIOC/IE AKYCTH-
YeCKOM KOPPeKLMH C/IyXa, B TULIKMHE U B IIyMHOM 06CTaHOBKE ITPH COOTHOLIEHUH CUIHaJI/iyM — 615:
1 — Ppa3GopPUYKMBOCTB PEUH O CIyXOIPOTE3UPOBAHHST; 2 — Pa3GOPUNBOCTD PEUH CPasy MOCIIe CIyXOIPOTE3MPOBaHHST; 3 — Pa3GoOPUUBOCTb PEUH Yepes 1 MeC.
Pery/IspHOrO UCIIOMb30BaHHsI CTyXOBbIX AllIAPATOB; 4 — Pa3GOPYMBOCTD PEUH Yepe3 3 MeC. PEryIsiPHOTO MCIOIb30BaHMSI CIyXOBBIX allllapaToB
Fig. 4. Results of speech intelligibility (%) when conducting speech audiometry in a free sound field before and after acoustic hearing
correction, in quiet and in a noisy environment with a signal-to-noise ratio of 6 dB:
1 — speech intelligibility before hearing aids; 2 — speech intelligibility immediately after hearing aids; 3 — speech intelligibility after 1 month of regular use
of hearing aids; 4 — speech intelligibility after 3 months of regular use of hearing aids

B mporiecce ciiyxopedeBoit peabGrIMTALK HALIH-
€HTOB [eTCKOTO BO3PacTa, 3HAYMMYIO PONb UTPAOT
MOAJepXKKa 1 HabmiogeHne cypporezarora [21, 29,
30]. B mepBble IHU HCIIONB30BAHUS TEXHUYECKOTO
CpencTBa peabuinTanuy, HeCMOTPSI Ha TO 4TO pebe-
HOK y)Ke BOCIIPHHHMAeT 3BYKH, OH IIPOJO/DKAeT HC-
IT0/Tb30BaTh HaBBIKH, CHOPMHUPOBAHHbIE B YCIOBUSIX
HapyLIEeHUsT CTyXa.

BBuzy BO3pacTHBIX 0COGEHHOCTEH, HAPyLIEHHS
CJIYXOBOTO OIIBITA M IICHXOPEYEBOTO PasBUTHSI 3 Ia-
LIMeHTaM B BO3pacTe 4, 6 1 12 jieT /151 oLeHKH 3 dek-
THUBHOCTH CJIyXONPOTE3UPOBAHMsI ObUIO TPOBELEHO
CypZoTearoruyeckoe o6cneoBanme (puc. 5).

B mporecce mepBUYHOI AMAarHOCTHKYU CypZoIIe-
JAroroM [0 WCIIOJIb30BAHUSI TEXHUYIECKOTO CPefCTBa
peabuwniuranuu gereil ¢ anbda-MaHHOBHUIO030M OT-
MeYa/siCh HapylleHHe BOCIPHSTHS OKPY)KAIOLINX
3BYKOB M pe4H, 3MN30LUYeCKasi PeaKkuysi Ha 3BYKH
(cTyK, 3BOHOK), TONOC, COOCTBEHHOE WMsl, peye-
SI3bIKOBOE pa3BuTHe 1160 He cPOPMUPOBAHO, TUOO
chOpMHPOBAHO HeaneKBaTHO BO3PACTy, IMOBEZEH-
YeCKHe peaKuyH SIB/SIIOTCS TPUMUTHBHBIMH, HEIO-
Cpe/CTBEHHBIMH, YaCTO He COOTBETCTBYIOT COL{UAb-
HO TIPUHATHIM CTAHJAPTaM, OTMEYa/INCh HapyLIeHHe
BOCIIPHUSITHS YCTHOU PeYr, HEYeTKOCTh COOCTBEHHOM
peYH C BBIPOKEHHBIM iepeKTOM, HapyLIeH e TaMsITH,
CKYZAHOCTH CIOBAapHOTO 3amnaca. Taxoke GbUIH BBISIBIIE-
HBI XapaKTepHble aCleKThI, 3aTPYLHSIIOIIHE IPOLIeCe
peabuINTal K TALMEeHTOB JaHHOM IPYIIITBI, & UMeH-
HO: GBICTPast YTOMJ/ISIEMOCTD, YTO TIPUBOAUT K Hapy-
LIEHHUI0 KOOPAWHALNY BHUMAaHHS, HeCTaOMIBHOCTH
SMOLIMOHAIBHOTO COCTOSTHUS, OBUIM OTMEYeHbI CJ1a-
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60CTh APTUKY/BIUOHHOIO aIlIapaTa, HapylieHue 00-
e ¥ MeIKOH MOTOPUKU.

ITpu nocnenyroiieM HaGMIOLEHUH 3a TMALE€HTA-
MU CpefiHee BpeMsl HCIOTb30BAHMSI CTyXOBBIX allIa-
paros, no naHHbIM Data Logging, cocraBisieT y 3 na-
IIeHTOB 8 4acoB, y 4 — 13 4acoOB.

B nepuop suHamudeckoro HabIOAeHUS Y geTeit
OTMeueHbI y/y4qlIeHre BOCTIPUSITHS 3BYKOB M pedvH,

Puc. 5. TIpouecc cypponearoruyeckoi oueHkr adpdeKTHBHOCTH
CIlyXONPOTE3UPOBaHHUsI ManyentTa /., 12 et
Fig. 5. The process of deaf-pedagogical assessment of the
effectiveness of hearing aids for patient D., 12 years old

Poccutickas omopuHoaapuHzonozus. 2025;24(6)
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MOsiBJIeHHWe BOKa/MW3auuu, GpopMHUpoBaHUe ClIOBap-
HOTO 3araca, BBIPAOOTKA YCIOBHO-pedIeKTOPHOM
nBuratenbHoi peakuuu (YPIP) Ha 3ByK, ynydlueHve
OpHeHTal1 B IIPOCTPAHCTBe.

Taroke g5 oueHKH 3P PEeKTUBHOCTH CTYXOTIPOTE-
3MPOBaHUS AieTell B peasbHOM XU3HU NPHUMEHSJINCh
anketsl: mKana PEACH u onpocuux LIFE. 3 maum-
€HTaM B Bo3pacTe 4, 6 U 12 jIeT aHKeTUPOBaHUe MPo-
BozmI0Ch Tipu nomoluu uikansl PEACH, popurensim
ObUTIO PEKOMEH/J0BAaHO HabMIONATH 33 CIyXOBBIM IO-
Be/leHHeM JleTel 1 3aM0/IHATh QHKEeTY B COOTBETCTBUU
C TIOJTyYeHHbIMM JaHHBIMU. B aHKeTe mpejcTaBieHbl
pasnuvHble aKyCTUYecKue CUTYalluM, C KOTOPBIMMU
BCTpevaeTcst pe6GeHOK B MOBCeAHEBHOM JKU3HU. [Tpu
pery/sipHOM HCIIO/Ib30BAaHNM CJIyXOBBIX alIlapaToB Y
JeTedl poauTensiMU ObUIO OTMEYEHO YIydlleHne pe-
AKLMU Ha 3BYKH U peyb, GOPMUPOBaHKE HABBIKOB JIO-
Ka/IM3aLM U 3BYKOB, pOKYCUPOBKY BHUMAHHSI.

Jnst oueHkr 3GQPEKTUBHOCTH HACTPOWKH CITy-
XOBBIX allllapaTOB U KavyecCTBa )XU3HU Y 4 MallUeHTOB
B BO3pacTe 10-17 JieT ObUIO MPeAIOKEHO 3aMOTHUTh
onpocHuk LIFE. Bce metn orMmerunu ymydnieHue
Pa36OpPYMBOCTH PeYH, BOCIPHUATHS OKPYXKAIOLIUX
3BYKOB KaK B THUXOH, TaK M B IIYMHOM OGCTAaHOBKE,
yMeHbllIeHHe AUCKOM$OpPTa Ha TPOMKHE 3BYKH U B
LUTYMHBIX aKYCTUYeCKHX CUTYalLUsIX.

Y mereil MiazIero MWKOJIbHOTO 1 MOAPOCTKOBOTO
BO3pacTa OTMeYeHBbl yy4llleHHe BOCIIPUATHS YyCTHOU
peuu, GOpMUPOBaHHE YETKOCTU U PUTMHUKOUHTOHA-
LIMOHHOM CTPYKTYPbI COOCTBEHHOM peyH, yIydlleHHe
MaMsATHA U UHTE/UIeKTYaJIbHOTO Pa3BUTUS, yBeIU4de-
HMe CJI0BapHOTO 3amaca.

OddeKTUBHOCTD CTyXOMPOTE3UPOBAHUS H3y4Ya-
eTcsl B ;UHAMMKe, TTOBTOPHAasl KOHCY/IbTallUsl CYpAo-
rejarora ¥ HaCTPOMKA CJIYXOBBIX alllapaTOB B pam-
KaX JAHHOTO HCCAeA0BaHUsl NPOBOJATCS 4Yepes3 1,
3 U 6 MecsiLeB. B HacTosllee BpeMsi Bce MaljeHTBHI,
coCTOsIIMe TIOf, HAG/MIOAeHNeM TIPYIIIbl ClIeLHaTu-
croB B PI'BY HMULIO ®PMBA Poccuu, HaxopsiTest Ha
Pa3HBIX dTanax peabWINTALMU, MOMyYeHHble HAaMH
pe3yabTaThl U3y4aloTCsl B JMHAMHUKe.

OGcyxgenne

Hapyuenue ciayxa y mayueHTOB ¢ anbda-MaH-
HO3MJ030M BCTPEYAEeTCsl IPUMEPHO B 97% ciydyaes.
Y GONBUIMHCTBA MAIl[UEHTOB JAHHON KaTeropvM 3a
CUET YaCThIX PelUAUBOB 3a60/IeBaHU yXa, ropaa u
HOCA UAaTHOCTUKA MATOMIOTUU CIyXa GblIa OTCpOYe-
Ha, YTO CIOCOGCTBOBAMO MPOTPECCUPOBAHUIO HAPY-
IIEHUH CTYXOBOTO U PEYEBOT0 Pa3BUTHS.

BBuzsy ocoGeHHOCTEN TeyeHUs: 3ab0MeBaHUSA
y TALUEHTOB ¢ ajibda-MaHHO3UAO30M, TaKUX KaK:
MIPOTPECCUPYIOIEe CHWKEHUE C/IyXa, PeLUAUBUPY-
IOI[He DKCCYJATUBHbBIE OTHUTHI, YaCThle PECIUPATOP-
HOBUpPYCHbIe MHGDEKIWHU, 3a[€PXKKA CIYXOPeYeBOro
PasBUTHSI, HAPYIIEHUE TICUXUYECKUX PYHKIMHA, YM-
CTBEHHasi OTCTA/NIOCTh, HApPYLIEHHE MOTOPHOTO pas-
BUTHSI, CBOEBPEMEHHAsI IMArHOCTHKA U OTIpeZie/IeHH e
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METOAOB PeabU/IMTALMKU SIB/ISETCS OCHOBHOW 3aja-
4yel CrenuanucToB it GOPMUPOBAHUS CIIyXOpede-
BOTO M [ICUXO3MOLIMOHAIBHOTO PAa3BUTHS MALUEHTOB
¢ anbda-MaHHO3HUI030M.

JuarHocTrika ManueHTOB C anbda-MaHHO3UAO-
30M [JO/DKHA BKJIIOYATh OOBEKTUBHbBIE U CYOBEKTHB-
HbIe METO/bI JUATHOCTUKH, TAKHE KaK: AaKyCTUYECKast
MMIIeJAHCOMETPHSI, TOHA/IbHASI TIOPOTOBast ayguoMe-
TpUsl, PErUCTPalvsl 3aJ€PXXAaHHON BBI3BAHHOW OTO-
AKyCTHYeCKON DMUCCUH, PETUCTPALUS C/TYXOBBIX BbI-
3BaHHBIX MMOTEHIIUANOB pa3nu4HbIX KiaaccoB (KCBII,
ASSR-Tect). Taroke BOKHO MOMHHUTb, YTO GOJIBLIYIO
POJIb B peabUIHNTALMH JeTel ¢ anbda-MaHHO3UZ030M
WUI'PAIOT HE TOJIBKO COBMECTHAst paboTa Bpaya-Cypao-
JIoTa U CypAOIEearora, Ho ¥ HaGJII0JeHHE Bpaya OTo-
PHHOJIADUHTOJIOTAa BBU/Y PELMIUBUPYIOIUX BOCIA-
JUTeNnbHbIX NpoueccoB JIOP-opraHos.

[Mosy4yeHHbBIE PE3Y/NIBTATHI CTyXOTPOTE3UPOBAHUS
MaLMeHTOB ¢ aib(pa-MaHHOUI030M TEMOHCTPUPYIOT
y/IydlleHre BOCIPUATHUS 3BYKOB M P€4H, Pa360OPUYHBO-
CTH PeYH B TUXOH U LIYMHOM 06CTaHOBKE, TIOSIB/IEHHE
BOKQ/IM3aLMK, yIydlleHHe KadecTBa COOCTBEHHOM
peuu, yBenudeHue U (GOPMHUPOBAHUE CJIIOBAPHOIO
3amaca, yaydlleHHe OpHWeHTAlMd B MPOCTPAHCTBE,
IaKe B CJIOXKHBIX aKyCTUYECKUX 00cTaHOBKax. Taroxe
CO CTOPOHBI POAUTENEN OBIIO OTMEYEHO TOSIB/IEHHE
JKe/IaHUsl y eTell K PeryisipHOMY HCIIO/Ib30BaHUIO
CyXoBbIX ammapaToB. OOGBbeKTUBHAsI OLIEHKAa COOT-
BETCTBUSI PEaNbHOTO YCHJIEHHS CJTYXOBOTO arapara
B peajibHOM yXe PAaCYeTHbIM IapaMeTpaM I03BO-
WA TIPU HEOOXOAMMOCTH TMPOBECTH KOPPEKIUIO
HACTPOEK CJIyXOBBIX AIIMAPATOB, YTO AANO JIYHLIHIA
pe3y/IbTaT CIyXOPeYeBOU peabuauTanuu. A Taioke
HE CTOUT 3a0bIBaTh O HEOOXOAMMOCTH YYHTHIBAThH
WHIWBULYa/IbHbIe OCOOEHHOCTH aHATOMUYECKOTO
CTPOEHUsT HAPY)KHOTO CJTYXOBOTO MPOXOJa U 0COOEH-
HOCTH Te4yeHHUs: 3abo/ieBaHUs anbPpa-MaHHO3UIO3A
npu usrorosnenuu MYB pns oGecrneyenust Gonee
Ka4eCTBEHHOM aKyCTUKH U KCITOIb30BaHUSI CTyXOBBIX
armapaTos.

[Mpu npoBeeHNY JUATHOCTUKHU CYPAOTIEJarOTOM
y Zereil ¢ anbda-MaHHO3U[O30M OBLIO OTMEYEHO,
YTO JAHHASA TPYIIA MALKEHTOB OTHOCUTCS K IPyIIe
COMaTUYeCKU U GUBNIECKH OCIA0IEHHBIX U BXOLUT
B KAaTErOpUI0 «4YacTo GOJerolnii pebGeHOK», M3-3a
3TOro HaGMIOJAIOTCA YacTasi 3aJ0XKEHHOCTh HOCA,
3aTpyZHeHHWEe HOCOBOTO [JbIXaHHs, MOCTOSIHHO OT-
KDBITBI POT, YTO, B CBOIO OY€pelb, MPOBOLUPYET
€71a60CTh MUMHUYECKOUM MYCKY/IaTypbl, HeJOPa3BUTHE
OpraHa apTHKY/ISALUUA — MMIOKOHYC MaJIOTIOABIKEH,
KpYIVIast MBILILA PTa 0c/1abieHa, CTPafaoT IryGHbIe U
ryGHO-3yGHbBIE 3BYKH.

3a cueT aHaTOMUYECKUX OCOOEHHOCTEMH Yeperna u
CKejieTa y fieTei ¢ anbpa-MaHHOBUI030M OC/IabieHa
o01Iast ¥ MejiKasi MOTOPHKA, OTMeYaeTCsl HapyllieHue
ocanku. CHIDKeHUe C/IyXa, 3aTPYAHSIOIIee UAEHTH-
¢duKaLuio 3BYKOB, B COYETAHUH C MOTOPDHOM HeJO-
CTaTOYHOCTBHIO MPOBOLUPYET CMeELIeHUEe 3BYKOB (M,
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1, 6), MPOUCXOJUT OT/TYIIEHHE 3BOHKUX COIJIACHBIX H,
KaK cjieficTBUe, GOPMUPYIOTCSI MHOXKECTBeHHbIe $o-
HeTUYeCKHe 3aMeHbl — CJIYXOBasi U MOTOPHasl HeJl0-
cTaroyHoCTh. [ToaToMy popMHpOBaHHE AP TUKYIISALIH-
OHHOTO YKJIaZla 3aTSITMBAETCs 10 2—3 MECSLEB, a ero
aBTOMAaTH3alMsI — 0 rofia.

JeTssM maHHOW Trpymibl TpeOyeTcsi MOCTOSTHHAS
MOMOLIb B TpOLieCCe AesITENbHOCTH, OHU OBICTPO
YCTaloT, €/1ab0 YAEeP)XUBAIOT BHUMaHWe, Y HUX CHU-
YKEeH SMOLIMOHAIbHBIN (HOH, 32 CHET Yero Mioxo nepe-
K/TFOYAIOTCST BUIBI AesITeTbHOCTHA BIUIOTH O OTKa3a.
Tpe6yIoTCst MOCTOSIHHASL CTUMY/TUPYIOLIAS TTOLEPYK-
Ka, BMOLMOHa/IbHast momols. CryxoBasi U MOTOPHast
ocnabneHHOCTh TpebyeT Gosblie YCHINMA, MHOTO-
KPATHbIX TOBTOPEHUI KaK CO CTOPOHBI peGeHKa, TaK
U OT cyppomnegarora. Takum o6Gpa3om, COMPOBOXKAE-
HUe CypAoleiarora gereil ¢ anbda-MaHHO3UZ030M
OKa3bIBaeT BO3AEHCTBHE Ha BCe KOTHUTHBHbBIE HABbI-
KU — 3pUTe/IbHbIE, CJTYXOBbIE€, MOTOPHBIE.

KomrmnekcHast ciyxopevdeBast peaGI/IHI/ITaL[I/IH I10-
3BOJIMJIa PaCUIMPUTDH C/yXOBbl€ BO3SMOXXHOCTHU Yy J€-
Teu C HapylIl€eHHeM CJ1yXa, aCCOUUMPOBAHHBIM C a/ib-
q)a—MaHHOBHﬂOSOM, W YTYyHLIIUTb KQa4€CTBO MX )KU3HMU.

BeiBogbI

Ha nanHOM sTarie y Hab/10aeMbIX HAMU MALUEH-
TOB OTMEeYa/IMCh C/IeYyIoLIe 0COOeHHOCTH.

[Ipu HacTpoliKe CIyXOBOTO amnmapaTa BayKHO yUM-
TBIBAaTh BO3PacCT, ICHMXO3MOIIMOHA/IbHOE pa3BUTHE,
aQHATOMO-(PU3HOIOTUYECKHE OCOOEHHOCTH MaLMeH-
Ta, GOpMY U CTeleHb HApYLIEHHsI CTyXOBOH QYHKIIUH.

[Ipu cpaBHEeHNU pe3y/lbTAaTOB peyeBOl ayauoMe-
TPUM [0 U NOCJIe 31eKTPOAKyCTUYeCKOU KOppeKIUun
C MCIIO/Ib30BaHMEM CJIyXOBBIX allllapaTOB OTMeYaeTcst
y/y4lieHre BOCIIPUSITHS U pa300PYUBOCTH PEYH.

B mpouecce cyxopedeBoii peaGUIUTALIUMH AL~
€HTOB JIeTCKOTO BO3pacTa HeOOXOLUMbI COTIPOBOXKe-
HUe U peryisipHoe HabmoaeHre CypAoIesarora.
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