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AHHOTAUMS

CHuxeHue cnyxa y ieTei € MyKOBUCUMAO3OM M MEPBUYHOM UMAMAPHON AUCKMHE3MEN — CEPbe3HAas NPOBNemMa AETCKON OTOPUHONAPUH-
ronornu. XpOHM‘-IeCKOG BOCnaneHne n HapyLleHna MyKoUMnmMapHOro KnnpeHca npmuBoadaT K KOH,D,yKTMBHOFI TYroyxocCtu. ,D,OI'IOJ'IHI/ITeJ'IbeIMM
baKTOPAMM PUCKA ABAAIOTCH HEOBXOAMMOCTL MPUMEHEHMS OTOTOKCUUYHbBIX QHTUOUOTUKOB, TAKECTL OCHOBHOTO 3000NEBAHMS M COMYTCT-
BylOLLME reHeTudeckme Hapywerus. Lienb uccnepoBaHmMs — NpoBecT CPABHUTENBHYIO OLEHKY CyXd Y AeTel C MyKOOBCTPYKTUBHbI-
MM 30601EBAHUAMM NETKMX (MYKOBMCUMAOS M NEPBMYHARA UMAMAPHOS AMCKMHESUS), €6 KOPPENAUMIO C BO3PACTOM, AAHHBIMWA QHOMHE3A
u nposoaumon tepanvei. Marepuansl u metogpl. O6cnegosansl 60 geter ¢ mykosncumposom n 30 geTein C nepBUYHON LMIUap-
HOM auckuHesuen B HauMOHANbHOM MEeAULIMHCKOM MCCNEefOBATENLCKOM LEHTPE 300Pp0Bbs AeTei. Pesynbrarel. Y wectv naumeHTos
C MYKOBUCLMOO3OM BbIABNIEHO CEHCOHEBPANbHAA TYrOyXOCTb! Y YETbIPEX NOJPOCTKOB BbICOKOYACTOTHASA d)OpMO 6blﬂ0 accoummpoBaHa
C TSKENbIM TEYEHMEM OCHOBHOTO 3060N1EBAHMS M TUMIOM FTEHETUYECKOM MyTALMM, IBA CITy4ast C CEHCOHEeBPAnbHOM TyroyxocTtsio |l n 1V cre-
neHen 060CHOBLIBAIOT HEOBXOAUMOCTb TECTUPOBAHMS HO HECUHAPOMANbHBIE GOPMbI TYroyXOCTH. Y NAUMEHTOB C NEPBUUYHON LMAMAPHOM
AUCKMHE3NENH JOMUHUPOBANA KOHAYKTMBHAA TYrOyXOCTb, MUK KOTOPO#M MPUXOAMICA HA WKOMbHLIA Bo3pacT (7—14 neT), obycnosneHHas
PELMANBUPYIOLLMMI SKCCYAATUBHBIMU CPEAHMMM OTUTAMM C HU3KOM SPPEKTUBHOCTLIO OT NPOBEAEHUS LIYHTUPOBAHUA. 3aKIIOYEeHUe.
CrpaTer1s ayamonorMyeckoro MOHUTOPUHIA MPU MyKOOBCTPYKTHBHbIX 30601€BaHMX BOMKHA BbiTh anddepeHumposarHon. [pynna
BLICOKOTO PMCKA — MOAPOCTKM M NALMEHTHI CTAPLIErO BO3PACTA C TAHKENbIM TEUEHUEM 3A00NEBAHUA — HYXAAIOTCS B LLENEHANPABAEHHOM
HabnoaeHun. [pu NepBUUHON UMNMAPHOM ANCKMHE3UU NPUOPUTETHOMN ABMAETCS KOHCEPBATUBHAS TEPANMA SKCCYAATUBHOMO CPEAHErO
OTUTA, MPUMEHEHNE XMPYPTUYECKMX METOAOB AOMKHO BbiTb 06OCHOBAHHBIM.

KnioueBble cnoBa: mykoB1CLMA03, NEPBUUHAN LMIMAPHAS AUCKMHESMS, TYTOYXOCTb, OTOTOKCUYHOCTb, AMUHOIMKO3MALI, IKCCYAA-
TUBHbIM CPEAHWUIA OTUT

Abstract

Hearing loss in children with cystic fibrosis and primary ciliary dyskinesia is a serious problem in pediatric otolaryngology. Chronic
inflammation and impaired mucociliary clearance lead to conductive hearing loss. Additional risk factors include ototoxic antibiotics,
underlying disease severity, and associated genetic disorders. Purpose. To compare hearing in children with muco-obstructive
pulmonary diseases (cystic fibrosis and primary ciliary dyskinesia), its correlation with age, anamnesis and prescribed therapy. Materials
and methods. 60 children with cystic fibrosis and 30 children with primary ciliary dyskinesia were examined at the National Medical
Research Center for Children's Health, Ministry of Health of the Russian Federation, in Moscow. Results. Sensorineural hearing loss
was detected in 6 patients with cystic fibrosis: in 4 adolescents, high-frequency hearing loss was associated with the severe course
of underlying disease and type of genetic mutation. Other two cases with grades Ill and IV justify testing for nonsyndromic forms
of hearing loss. Conductive hearing loss prevailed in patients with primary ciliary dyskinesia, reaching its peak at school age
(7—14 years), due to recurrent exudative ofitis media with low efficiency of bypass surgery. €Conclusions. The audiological monitoring
strategy for muco-obstructive diseases should be differentiated. High-risk groups — adolescents and older patients with severe course
of the disease- require targeted monitoring. In the primary ciliary dyskinesia, conservative treatment of otitis media with effusion
is a priority; surgical interventions must be justified.
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BBenenne

Myxosucnupnos (MB) 1 mepBuyHas quanapHas JUCKIHe-
sust (ITL]]) — reHeTHYeCKMe TONMOPraHHbIe 3a60/TeBaHNA,
OO0 MM TaTOTeHETUIECKIM 3BEHOM KOTOPBIX ABIIAETCS Ha-
pyiueHre MmyKouunnapuoro knuperca (MIIK). Hecmorps
Ha 3TO CXO/ICTBO, OHY MMEIOT pa3lM4Hble 3TUONIOTUIO, Me-
XaHU3MBI Pa3BUTUA U KIMHUYECKNUE IPOABJICHNA, B TOM
4icle M B XapaKTepe HapylleHN ciyxa. MB o6ycioBnen
myrtanuamu B rene CFTR, perynupyomem TpaHCIOpT
JMOHOB, YTO IPUBOAUT K 00€3BOXKMBAHUIO cIn3n U op-
MUPOBAHMIO BA3KOTO CEKpeTa B OPOHXOIETOYHOII CCTeMe
u gpyrux opranax [1]. B ocnose >xe ITIJJI nexxaT gedexTol
YIBTPACTPYKTYPBl PeCHUYEK MepLaTe/IbHOTO SMUTEeNINs,
IpUBOAANIME K HAPYLUIEHNIO VX JBUTaTeIbHON QyHKLINY,
npu 3ToM 3ab0/IeBaHMe XapaKTepU3yeTCsl HOopakeHneM
BCeX OT/Ie/IOB PeCIMPATOPHOTO TPAKTA, a TAK)KE 0OpAaTHBIM
pacIono)XkeHeM BHYTPEeHHUX opraHoB (cuHpgpom Kapra-
resepa) u HapylueHueM pepTunbHoctu [2, 3]. CHMKeHMe
cnyxa npu MB u IIII ]I Bo3HMKaeT 13-3a XPOHUYECKOTO
BocmaneHus u Hapymennua MIIK, uTo BefeT K KOHAYKTUB-
HOII TyroyxocTu. JJononHuTepbHbIMY (HAKTOPaMU PUCKA
SIBJISIOTCS COXPaHIONIAAC HeOOXOAMMOCTD IPUMEHEeH N
OTOTOKCHYHBIX aHTMOMOTUKOB, TAXKECTh TEYEHU I OCHOBHO-
ro 3a60eBaHUA ¥ BO3MOXXHbIE COYeTaHHbIE TeHeTUYEeCKI
00yC/IOB/IEHHbIEe HApYIIeHN A C/IyXa.

Ienv uccnedosanusi — IPOBECTU CPABHUTENIBHYIO OLIEHKY
ciyxa y ietelf ¢ MyKOOOCTPYKTUMBHBIMU 3a00/I€BaHNAMMI
nerkux (MB u II11]T), ee KoppensAnuio ¢ BO3pacToM, faH-
HBIMJ aHAMHEe3a U IIPOBOAMMOII Tepamuei.

MaTepI/Iaan " ME€TObI

B HanmoHanpHOM MeAUIIMHCKOM UCCIER0BATENbCKOM IIeH-
tpe (HMMIII) 3nopoBbs eteit B Tedenue 2024 I. BBIIIOTHEHO
nccnepoBanme cnyxay 60 gereit ¢ MB n'y 30 gerenr ¢ ITIT.
Aypyonorudeckuit KOHTPOJIb IIPOBOJVIIN B paMKaX I/IAHOBOTO
KOMIIIEKCHOTO MOHUTOpuHra feteii ¢ MB u I ] B cBA3M € BBI-
COKVM PUCKOM Pa3BUTHUS TYTOYXOCTH, 00YC/IOB/ICHHBIM KaK
caMmM 3a60/1eBaHMeM (XPOHIYECKNIT PUHOCUHYCUT, fUCPYHK-
L[MsI CIyXOBOII TPYObI), TAK U HEOOXOAMMOCTBIO IPOBEIEHIS
tTepanuy ororokcudeckumu npenaparamu (OTII). Bospacr
MAlMIeHTOB Ha MOMEHT JMCC/IefJOBaHM I COCTABIAI OT 10 Mecs-
1eB jo 17 net. Bcem manmeHTaM NpOBOAVIIN PETPOCIEKTIB-
HOe M3y4yeHNe aHaMHe3a, OTOCKOIINIO, IMIIeJaHCOMETPHIO,
MCCIefOBaHNeE 3a/IeP>KaHHOI BbI3BAHHON OTOAKYCTUYECKOM
amuccun (3BOAD), TOHATBHYIO IIOPOTOBYIO AyANOMETPIIO
(mpm HeO6XOAMMOCTHM B PACIIMPEHHOM BBICOKOYACTOTHOM
puamasoHe fo 12 k' mpyu Hamm4um )xanob Ha THHHUTYC UIN
npu ucnonb3osanuy OTII B Teuenne 2023-2024 rr. y fereit
cTaplie nATH jIeT). i geteil MIajlle AT JIeT Pe3y/IbTaToM,
COOTBETCTBYIOLIUM HOPMeE C/TyXa, CIMTAIOCh OFHOBPEMEHHOe
Ha/In4yye CJIef YOI UX IPM3HAKOB: TUMIIAHOMETPUA TUIIA «A»
€ 00€e1X CTOPOH, PETMCTPUPYEMBIIL Ha BCEX YaCTOTAX CTAIlefN-
ATIBHBII pedIeKC 1 IOMO>XKUTEIbHbIE Pe3yIbTaThl PErucTpa-
uuu 3BOAD. ViccnegoBaHue IpOBOAMIOCH Ha IMIIEJaHCHOM
aynuometpe AT 235 Interacoustics, mopTaTMBHOM CKpMHepe
ms peructpanun OAD Otometrics Madsen AccuScreen u kn-
HnyeckoM aypuomerpe AC 40 Interacoustics.

[7151 aHanmM3a MOy YeHHbIX Pe3yIbTATOB MAL[M€HTHI OBIIN
pasjeneHbl Ha BO3PacTHBIE IPYIIIHL, JI/Is1 KOTOPBIX XapaK-
TEepPHBI pa3JIMYHbIe TUIIBI TYTOYXOCTM!:
= 0-3 rosa — BO3pacT BBIAB/IEHN S BPOX/IEHHON U IPUO-

OpeTeHHOl B IepBble TO/Ibl XM3HU CEHCOHEBPATbHOII

tyroyxoctu (CHT);

= 3-7 JIeT - CTaTUCTUYECKUI MAKCUMYM CTydaeB KOHIYK-
TUBHOI TYTOYXOCTH, YTO CBSI3aHO C IPOL[ECCOM CO3peBa-
HIISI MECTHBIX IMMYHHBIX MEXaHI3MOB HOCOTJIOTOYHOII
obnacrtu;

= 7-14 ner - oTMedYaeTcs MMUHMMAaJAbHAs 4acTOTA BO3-
HMKHOBEHMS HAapYLIEHMJI CIyXa: BBIABIAKTCS IIOCT-
NAMHTIBajJIbHble (POPMBI CEHCOHEBPA/IBHON TYTOYXOCTH,
a TaK)Ke pefKe CIydan IepCuCTUpPyIoLLeil KOHYKTUB-
HOJ TYTOyXOCTH;

= cTapiue 14 yeT — pacmpejeneHne U 4acTOTa BCTpedae-
MOCTM PasIMYHBIX GOPM TYTrOYXOCTU CTATUCTUIECKU
He OT/IIMYAIOTCA OT IOKasaTesiell B3pOCIOr0 MOTIOLOTO
Hacenenus (18-35 yer).

PesynbpraTsl

Bospacmsasucumvie ocob6eHHOCU COCIMOAHUSA
CIYx06801i PYHKUUU Y NAUUEHMOE C MYKOBUCUUIO30M
(n = 60)

B BospacTHoit rpymnme 0-3 roga (n = 5) Bce o6¢cmenoBan-
Hble MaIMeHThI IPOLEeMOHCTPUPOBAIN HOPMaIbHbIE TOPOTHU
cnyxa. [IpuMedarenbHO, 4TO Y TPOMX Je€Tell B aHAMHe3e
orMmeuanach Tepanus OTII (aMukanyH), YTo He IPUBEIO
K JOCTOBEPHBIM M3MEHEHMUAM CTTYX0BOV PyHKLMM. Y OFHOTO
HalyeHTa Bo3pacra 3 roja 2 Mecsua ¢ Tsxesnoit popmoit MB
o orockonuu u gaHubiM MCKT 6bi1a Bepudnnnposana
KapTJHa IEBOCTOPOHHETO 3KCCYAATUBHOTO CPETHETO OTHTA.
[Ipu aToMm cnyxoBast GyHKI[MS, 10 JAHHBIM 00 eKTUBHBIX
MCCIefOBaHMIL, OblIa HapylileHa He3HAYNTe/IbHO: C/IeBa 3a-
PerucTpMpoOBaHbI TUMIIAHOMETPUA TUTIA «AS» U MaTO3HA-
4YMMOe CHYDKEHMe aMIIINTYAbI CTallefYaIbHOro pedekca
Ha BCEX YaCTOTaX, B TO BpeM:A KaK CIIpaBa II0Ka3aTe/ly 0CTa-
BaJIJCh B IpejeaX HOPMBbI (TMMIIAHOMETPUS TUIA «A»,
cramennanbHbll pedekc B Hopme). Peructpanus 3BOAD
6bI/1a TIOJIO>KUTENIBHOI € 061X CTOPOH.

B pomkonbHOI Bo3pacTHO rpynne 3-7 et (n = 7) BbI-
siBJIeHa 0o0Jiee CJIO>KHAA KapTYUHA CIyXOBBIX HapyIIEHUII:
y 4 (57.1%) manyueHTOB COXpaHANNCh HOPMaJIbHbIE CIyXOBbIE
[IOPOTHY, IPY 9TOM Y [IBYX M3 HUX B aHaMHe3e OblI IpueM
OTII, ay ogHOro 3adMKCUPOBAHBI PeL{UAUBHUPYIOLIVIE CPEf-
HJle OTUTBI, HOTpebOoBaBIINe IPOBefeHM A afeHOTOMMU.
Y 2 (28.6%) mereit [UarHOCTMPOBaHA KOHYKTUBHAA TYTO-
yxocTb 1-2-i1 ctenenu BenencTBre DCO Ha doHe rumep-
Tpoduu ajleHOUAHBIX BereTayuit 2-3-i CTeleH N, IpU STOM
Y OJHOTO N3 9TMX HaI[MeHTOB B aHaMHe3e 6b11 mpuem OTII
IJ1s1 Ie9eHNsI OCHOBHOTO 3abomeBaHmsa. Y ogHOTO pebeH-
Ka (romosurora 1677delTA) ¢ runeprpodueit ajeHOUTOB
U TSDKETIBIM TedeHyeM MB Ha ¢poHe HOpMaIbHBIX CTYXOBBIX
IIOPOTrOB U JJAHHBIX TUMIIAHOMETPUIU OTMEYAIOCh OFHO-
CTOpPOHHee CHIDKeHUe CTalle[[MaIbHOro pedekca Ha Bcex
yacToTax. JlaHHbII HallMeHT He nony4an Tepanuio OTIL

B BospacTHoIt rpynme 7-14 net (n = 31) Habnomanacey
cnepyromas KapTuHa: y 17 (54.8%) maumeHTOB CIyXoBas
¢GyHKIMS 0cTaBaach B Ipefenax HOPMbI, IPY 9TOM: BOCEMb
n3 Hux nonydanu OTII, gBoe mepeHecan Xupyprudeckue
JIOp-BMeNIaTeNbCTBA — afJeHOMI9KTOMUIO VM IOTIMCUHYCOTO-
muio. Y 11 (35.5%) meTeitf Ipyu COXpaHHBIX CJIyXOBBIX IIOPO-
rax OTMEeYanoch CHIDKEHNE aKYCTUIECKNX pedIeKCcOB, 4TO
MOXKET PacCMaTpUBaTbCA KaK paHHUI MapKep CIIYXOBBIX
HapyleHni: mecTb n3 Hux nonyvanu OTII, a gBoe me-
peHecnn op-onepanun — MOANCUHYCOTOMMUIO U HOIUII-
sKTOMUI. Y 3 (9.7%) marneHTOB 6bI/1a AMATHOCTUPOBAHA
CEeHCOHeBpa/IbHAs TYTOYXOCTb, IPMYEM Y BCeX B aHAMHe3e
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6b11 mpuem OTII, Ka>kbIil C/Iydail TYTOYXOCTU PacCMOTPEH
manee 6omee mOgpPo6HO.

Hna xaxporo cnydas CHT y gereit ¢ MB xputepuamn
CpaBHEHMA BBICTYIIA/IM: BO3PACT MAIMEeHTA, ayAMOIOT -
JyecKas KapTUHA, TeHeTu4ecKuit Tun MB, TeueHMe OCHOB-
HoTO 3abonesanus, npuem OTII, monydyeHue manueHTOM
tapretnoi repanun (TT).

[TepBoIit cTy4alt TAXKeENON TYTOYXOCTU y pebeHKa BOCbMU
neT: XxpoHuueckas gpycroponHaa CHT IV crenenn, pas-
BUBILAsACA B NePBbIN rof XusHu. [Iposegena nocnegosa-
Te/lbHasl OMHaypajbHasi KoXeapHas nMIaaHTanus (2022
u 2024 rr.). Peabunuranusa B nonsoMm obbeme. lenormi:
F508del romosurora. Cpennetsikenoe teuenne MB. OTII
B aHaMHe3e B BO3pacTe IBYX JIeT, nonyyaer TT.

Bropoit cnyuait CHT y pebenka meBsATH jeT: cpasa
III crenenu, cineBa Il ctenenn, cookie-bite, uto xapakTep-
HO JI/Isl TeHETMYeCK! 0OYCIIOBIEHHOTO TUIIA TYTOYXOCTH, He
OIMCAaHHOTO paHee y MalMeHTOB ¢ M B, moaromy faHHBIN
C/Iy4ayl MOKeT OBITh PACCMOTPEH KaK COYeTaHHBbIE I1aTOJO-
run. Pe6eHOK CITyXOIpoTe3npoBaH Ha 06a yXa CITYXOBBIMU
annaparamu. [enorumn: 1677delTA romosurora. Tsoxenoe
TedeHne MB n kopeBas nHdekuyus B aHaMHe3€e KaK GaKTop
pucka CHT. B aBrycre 2024 r. npoBefieHa aHTUOAKTepuab-
Had TepanusA c ucnonbzopanueM OTIL; TT He monyyaerT.

Tpermnit cmyuast CHT y peberka 10 net ¢ MB npencraBnen
BbicokovyacToTHOM (BY) ogrocroponneit CHT: Ha yactoTax
6-8 xI'L moporm cyxa BO3JyLIIHOM ¥ KOCTHOM IIPOBOJMMO-
CTU NOBBIIIeHBI Ko 6016, npu aToM ckpuHuHrosas 3BOAD
6bI71a coxpaHeHa ¢ 06eux cropoH. l'omosurora F508del,
TsKkenoe Tedenne MB, OTII nHransnmMonHo B Tpu roja,
¢ gexabps 2021 r. monyuaer TT.

B rpynme crapure 14 et (n = 17) BBIABIICHDI CIef YOI 1e
ocobenHoctn: 10 (58.8%) maueHTOB COXPAHsI/IN HOPMAJIb-
HYI0 CTyXOBYI0 GYHKIMIO: YeTBepo n3 Hux nonydanu OTIL,
OJIMH IOJPOCTOK MepeHec Top-omnepannio (MOINCUHYCO-
tomus). Y 4 (23.6%) meTelt Mpy HOPMaTbHBIX CTyXOBBIX
IIOpOTaX OTMEYalIOCh CHYDKEHIE aKyCTUYeCKUX pedeKkcos,
IpyYeM TOIbKO B IOJIOBUHE Cy4aes (y BYyX HeTell U3 IpyI-
mbl) B anamHese 6511 mpueM OTII. 3 (17.6%) pebenka nmenn
BbicoKo4YacTOTHYHO (BY) ogrOocToponHoio CHT.

[Tepssiit cnyuaii mpaBoctoponHeit BY CHT 65171 BoIsIBIEH
y mofipocTKa 14 yiet. IToBblIeH1e TOPOTOB C/1yXa BO3/YIIHOI
U KOCTHOJ IIPOBOAVIMOCTY PETrUCTPUPOBANIOCH C YaCTOT
1.5-2 kI'y fo 75 nb. VI3 anamuesa: rereposurora F508del,
TsKenmoe TedeHue MB, HeT garHbIX 0 mpueMme OTIL, Ha TT
c AHBapsa 2023 1.

Btopoit cnydait ognoctoponseit B4 CHT y maumeHTk1
17 net: romosurota F508del ¢ Tsixenpim Tedennem MB, npuem
OTII mapenTepanbao B 2018 m 2022 rr., TT ¢ mapTa 2023 1.
3BOA3 mporifieHa ¢ 06enx CTOPOH, B TOM 4YNCITe HAa CTOPOHE
C TIOBBILIEHHBIMY TIOpOraMu B o6mactu 4-8 kI'ry mo 25-50 pb.

Y tperbero manneHTa (IIofpocToK 14 yeT, Takxe ¢ 3ape-
TUCTPUPOBAHHOM ¢ 06eux cTopoH OAD, KOMIayHA-reTe-
posurora F508del, Tsxenoe reyenue MB) 651710 BBIABIEHO
BY napyIeHne ciyxa ¥ BO3HUK/Ia HEOOXORVMOCTD IpUMe-
HeHus OTII, monyuan TT. Jledenne mpoBoguiaoch Ha poHe
TI[AaTe/IBHOT0 KOHTPOJIS CyXoBoit pyukiuu. Hu B mepuon
Jle4eHM A, HU Ha KOHTPOJIbHBIX MCC/IeIOBAHMAX Yepes /1Ba
U IIeCTDb MeCsIeB He ObI/IO BBIABICHO YXY/IIEHNU I IOPOTOB
cnyxa Ha ¢one kypca OTII n npuema TT.

B nenom mo rpynmne nanuenTos ¢ MB (n = 60) mony4eHst
CllefiyIolye JaHHBIE: CTYX B HOpMe ¥ 52 (86.7%) fmeTeill, KOH-
NYKTUBHAA TYTOYXOCTb 1-2-if cTemenn -y 2 (3.3%) peTein

mnapiero Bospacta, CHT pasnuunoit crenenn — 6 (10%)
cny4aeB. V3 Bcelt rpynnsl feteit ¢ MB u HopMoIt ciyxa
M30/IMPOBAHHOE CHIUOKEHNE CTalefuanbHOro pedaekca
BbIsIBJI€EHO y 16 manmeHTOB. VI3 3TOJ I'PyNIIbl y BOCbMU
nanueHToB B aHaMHese npueM OTII, y omHOTO MOgpocTKa
Ha ¢pone TT.

Bospacmsasucumvie 0cO6eHHOCIU COCTNOAHUS
CIyx0601i PyHKUUL Y nayUeHmos ¢ nepeutHoil
yunuapnoii ouckunesueti (n = 30)

B Hamem mccnefoBaHNM NpUHAIN yuacTye 30 manmeH-
TOB C IOATBepXXAeHHbIM auarHosoM IIIIII. s obecneve-
HIIA COTIOCTaBYMOCTH JJAHHBIX pacIpefesieHle MalieHTOB
U aHa/IN3 Pe3y/IbTATOB ayAMOMOTUYECKNX MCCIefOBAHNII
IPOBOAVJINCE IO TeM )K€ BO3PAaCTHBIM KaTeTOPUAM.

Cpenu meteit Mmajguieit BospactHou rpynmnsl (0-3 roza)
IBa 06CIIeTOBAaHHBIX MAllMeHTa MOKa3aau HOPMalbHbIe
nokasarenu cnyxa. JJanusle o npumeHenun OTII B aToit
IPyIIle OTCYTCTBOBAIN.

B momkonbHOI BO3pacTHON rpynne (3-7 jeT) u3 4eT-
BepbIX 00CIe/JOBAHHBIX [leTeil: Y IBOUX OblIa BbIsIBIEHA
HOpMasbHas CIyXoBas PYHKIMs, TOTAA KaK Y JPYTUX JBONX
AMArHOCTMPOBAaHA OJJHO- I IBYCTOPOHHAA KOHAYKTUBHAA
TYIOyXOCTb 1-2-J1 cTeleHM, TPy peOeHKa U3 ITON TPyIIIbI
IepeHeCIy aJeHOTOMUIO, OfuH pebenok monyyan OTII.
Y Bcex ManMeHTOB OTMEYa/NNCh MPU3HAKY XPOHMIECKOTO
PUHOCHHYCUTA.

B Hambomee MHOTOYMCIEHHO TPYIIIle MKOAbHUKOB
(7-14 net) n3 14 06cnef0OBaHHBIX NALMIEHTOB: y IATU CIYX
OCTaBaJICA B IIpefieNlaX HOPMBI, Y IeBATU OblIa BBIABICHA
KOHJYKTUBHaA TYTOyXocTb 1-2-11 crenenu. lllects fmeTeit
3TOJI TPYIIIBI IePeHeCN Pa3INIHble XMPYPrudecKue BMe-
[IaTe/IbCTBA, BK/II0YAs aleHOTOMUIO U IIYHTUPOBaHMe Oa-
pabaHHBIX monocTelt, a gBoe monydann OTII.

Cpenu maIyeHTOB CTaplieil BO3paCTHOI IPYIIIbI (CTapiie
14 5tet) 3 10 06C/IeOBaHHBIX: Y CEMU CIyXOBasi PYyHKIM S
COXpaHsAIACh B IIpefie/IaXx HOPMBI, y TPeX OTMedaach KOH-
OYKTUBHAA TYTOyXocTb. lllecTh maliMeHTOB 3TOI TPYIIIIBI
JMeJIM B aHAMHe3e Pas/IMuHble XY PYprudecKye BMeIlaTe/Ib-
CTBa Ha JIOp-OpraHax, BKJII0YasA He TOAbKO ITyHTUPOBaHNE
U IapalleHTes, HO 1 6oJee CTI0XKHBIE OIlepaliui Ha CpeJiHeM
yxe, gBoe noxyvanan OTII.

O6c¢cyxpaenne

CornacHo JaHHBIM OTe4eCTBEHHBIX UCCIe[OBAHMIA, AL M-
eHTBI ¢ MB cocTtaBnaoT rpynny pucka no passutuio CHT,
BEPOATHO MHAYLMPOBAHHONM OTOTOKCUYECKUM JIeiiCTBUEM
aMMHOITIMKO3UHBIX aHTUOMOTUKOB [2]. [Ty6nukanuu cBu-
TeTeNbCTBYIOT, YTO KyMY/TATUBHAA K032 IPEIapaToB CIy-
KUT KJII0YeBBIM GaKTOPOM pICKa, a IOPaskeHVe CIyXOBOI
byHKIMM HepeJKO HOCUT JOK/IMHIYIeCKNIT XapakTep. JaH-
HOe IOJI0’KeHEe HAaXOUT NOATBEP)KIeHEe B PErUCTpalun
CHYDKEHMUSA UM OTCYTCTBMA OTOAKYCTUYECKON 3MUCCUN
Ha yactoTe npopykra uckaxenus (IIMOAD) mpu coxpaHHBIX
IoKasaTe/saX IOPOTOBOIl ayguoMeTpun [3-6].

Ananus KMMHMYECKUX cnydaes BoiABnenHoit CHT B mpo-
BegeHHOM uccnegosanuy HMMUIL 3mopoBbs feTell eMOH-
CTPUPYET Ka4yeCTBEHHO pasjIM4YHble TUIIbI HApyLIeHuIL. Bece
cny4an BpicokouactorHoit CHT 6blnu 3apeructpupona-
HBI Y IOIPOCTKOB C TsKeNbIM TedeHreM MB. B uccneny-
eMOJl KOropTe BCe INallMeHThl ObIIM HOCUTENAMU MyTa-
uun F508del (B romo- man reTepo3uroTHOM COCTOSIHUN),
YTO He MO3BOJIsIeT MCKIIOUNTD €€ IMOTeHLIMAIbHbII BKIAT
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kak (akTopa pucka. Tsxensie popmbr CHT 6b11m acco-
LMMPOBAaHBI C TOMO3UTOTHBIMU cocTosiHMsAMU (F508del
n 1677delTA), HO Ba>KHO OTMETUTD, YTO B IPE/ICTABIEHHBIX
CTy4asix He IIPOBOAMIIOCH Ije/leHAllpaB/IeHHOE reHeTve-
CKOe TeCTMpOBaHVe Ha Ha/lM4ye MyTalluil, aCCOLMMNPOBaH-
HBIX C HacJIe[ICTBEHHOI HECUH/POMaIbHOM TyTOyXOCTbIO
(B wactHOoCcTH, GJB2 1 marrepuom cookie-bite) [7], uro
He MCKTI0YaeT BO3MOXKHOCTY KOMOMHMPOBAHHOTO BO3/[ENi-
CTBUSA [BYX HE3aBUCUMBIX maTonoruit. Takum o6pasom,
y nanneHToB ¢ MB BcTpedyaroTcs KadeCTBEHHO pas3/IMyHble
tunsl CHT, Tpebytoune guddepeHnpoBaHHOTO MOAXOAA
K uarHoctuke u peabunutanuu. Heo6xonmum MOHNTOPUHT
CJIYXOBOW PYHKIIMM IIPY IOMOILY TOHATBbHON IIOPOTrOBOII
ayAMOMeTpPHUN, C aKIIlEeHTOM Ha KOHTPOJIb BBICOKOYACTOTHOTO
AMaIa3oHa, 0COOEHHO Y HOAPOCTKOB C TSKEIBIM TeUeHIeM
MB. 3BOAD He nokasana 3¢ HeKTUBHOCTM KaK CKPUHNH-
TOBBII METOJ] IEPBUYHOTO 3BEHA.

PacnpocTpaHeHHOCTb KOHAYKTMBHON TYTOYXOCTU
y neTeit ¢ MB momKoMbHOTO U CTaplIero Bo3pacTa oKasa-
JIaCh COMOCTABMMOI C TAKOBOI B 0611€el1 IIOITYIAL M, YTO
COT/IACyeTCA C JAHHBIMMU APYTUX MCCIeJOBAHUIT [6].

MHTepec npeacrapisieT N30/1MPOBAHHOE BbINIafleHIEe
AKYCTUYEeCKOTO pedieKca, 3aperncTpupoBaHHOe y 16 ma-
1MeHTOB ¢ MB 13 60 (26.6%). XoTs ¢ 1aTo(m31onorn4ecKoi
TOYKM 3peHNs JaHHbBI peHOMEH MOXKeT OBITh 00BsICHEH
61mokaoit 9 pepeHTHBIX CHHANICOB Ha OCHOBAHUI HAPYX-
HBIX BOJIOCKOBBIX KJIETOK aMUHOIIMKO3MgamMu [8], KnnHmde-
CKUe IaHHbIe He ITO/ITBEPXXAAI0T 3Ty TMIoTe3y. Bo-nepBbIX,
BpeMeHHasl CBs3b Oblla HeOYeBUAHO: IapeHTepaaIbHbII
NpyueM aMUHOITIMKO3NUOB 3aBepuiaicAa 3a 12-24 mecAna
IO MCCIeJOBaHNUA, YTO JelaeT MAJOBEPOATHBIM UX CO-
XpaHeHMe B nepmtnM@e B 3¢ PeKTUBHON KOHIEHTPaLUIL.
Bo-BTOpPBIX, CHUIKeHME pedIeKCOB OTMEYanoch He y BCeX
manueHToB, nonyuaBuinx OTIIL. Bonee npaBronogo6HbIM
IIpeACTaB/IACTCS NHOM MeXaHM3M: IOCTBUPYCHAA Hellpoma-
TIS Ha YpOBHe pedekTopHOI nyru ¢ ydactuem VIII nan
VII naps! yepenHbiX HepBOB. C y4eTOM TOTO YTO MaIjM-
€HTbI ¢ MB CK/IOHHBI K TAXKE/TOMY U 3aTAXKHOMY TE€YEHNIO
pecnnpatopHbIX MHGeKNMiI (BKI0YaA HUTOMETaIOBUPYC,
BUpYyC duurteiina — bapp u gpyrue), uMeHHO ITOCTBUPYC-
Has aCTeHVs C IPeXOAAIM HapylleHleM HelIpOHaTbHOTO
IIpOBefleHNs sB/IsAETCA Hayubojiee BepOSTHON MPUINHOI
BBISIBJIEHHBIX I3MEHEHWIA.

JIns oumeHky crienUIHOCT BBISAB/ICHHBIX HapyLICHNI
cyxa 6bl1a o6cmefoBaHa rpynmna nanyenTos ¢ I, como-
CcTaBMMasdA [0 BO3pacTy 1 Takxxe nonyvaromasa OTII mo mo-
BOZY OPOHXO/MIEroYHbIX MHPEKIMIL. B oTan4ne ot rpymnmsl
MB, y manmenTos ¢ ITI1]] 6p/1a OTMeYeHa IPUHLIMIINAILHO
MHasdg CTPYKTypa HapymeHui. ¥ nanuenton c ITI]] yxe
B IIepBbIE TO/IBI XKM3HY Pa3BUBAIOTCA IBYCTOPOHHME OTUTHL,
OT/IMYaIOIIMecss XPOHNYECKUM TedeHMeM VI YaCThIMU
penMauBaMu, NIPUBOAAIIMMHU K CTOKOMY HaKOIIJIEHUIO
9KCCy/jaTa, 4YTO CBSA3AHO C HECIIOCOOHOCTHIO peCHIYEK 9Ba-
KyMpOBaTh MHGUIMPOBAHHYIO XXUKOCTD U3 CPeTHETO yXa
[3]. TuMnanocToMus obecrednBaeT HeMeIJICHHOE Y/ja/leHue
9KccyzaTa 13 6apabaHHOI IOIOCTM C MOCTEA YO UM OBICT-
PBIM BOCCTAHOBJIEHYEM CITYXOBOJ QYHKI[MH, YTO OCOOEHHO
Ba>KHO B IIeJIMaTPUYECKOI IPAKTIKeE, Ifle CBOeBPEMEHHa s
KOpPeKL M TYTOYXOCTH KPUTUIECKM BaskKHa A1 mpodu-
JTAKTUKY 33JJePXKKV Pe4eBOTrO I KOTHUTUBHOTO Pa3BUTUA.
Ho y ganHOI KaTeropuy 60/IbHBIX OTMeYaeTCsA 3HAYMMOe
TIOBBIMNIEHVE YACTOTHI ITOCIIeOTIe PALIVIOHHBIX OC/TOXHEHWIA:
peakTuBHOE 0OpasoBaHMe IPAHY/ISLMOHHON TKAHY I II0-

VOB B 00J1acTy LIYHTa, GOpMUpPOBaHUe CTOIIKOI nepdo-
panuu 6apabaHHOI MePENOHKY II0C/Ie YAaIeHUs TPYOKH,
a TaK>Ke MepCUCTUPYIOWAs OTOpesA, KOTOpas 4acTo XyxKe
IIEpEHOCUTCS MalMieHTaMy U UX POJUTEISAMU U CIIOXKHee
JIeYNTCsI, YeM IlepBOHaYanbHasA IpobieMa co CIyxoM [9,
10]. IIpu 3TOM, I1O0 JAHHBIM JIMTEPATYPBbI, JOITOCPOYHOE
Habnogenue 3a gerbMmu ¢ ITI]J] 1 XpoHMYeCcKUM 9KCCya-
TUBHBIM OTUTOM II0Ka3a/I0 OTCYTCTBYE PYCKA X0/IeCTeaTOMBI
NPV KOHCEPBATUBHOM TaKTUKe Befenus. [Ipn mHoroneTnem
MoHuTOpuHre 34 manuentos ¢ III1]] (68 yireit) co cpen-
HUM IepUOonoM HabmiogeHus 9.5 roga He 3adUKCUPOBAHO
HJ OJJHOTO ciydast GOpMUPOBaHUS NPUOOPETEHHOI XO-
JleCTeaTOMBI, HECMOTP:A Ha IIePCUCTUPYIOMINIT XapaKTep
9KCCYLATUBHOTO IIPOIlecca U CBA3aHHYIO C HUM KOHIYK-
TUBHYIO TYTOyX0CTb. OTCYTCTBHUE XOTeCTEaTOMbBI MOXET
00 bACHATHCA 0cobeHHOCThI0 maToreHesa ITI/I: mocTossHHOE
Ha/mn4ue BA3KOr0 9KCCyzaTa B 6apabaHHO OMOCTY CO3TaeT
MeXaHM4YeCcKuit 6apbep, MIpefoTBpalalol Uil peTPAKLIIO
KapMaHOB 06apabGaHHOJ IIepPeNOHKM — KJIIOYeBOTO dTala
dbopmupoBanus xonectearomsl [11]. [lanHbie HaOMIOTEHNTT
CBUJETENBCTBYIOT 0 HeobxogumocTu fuddepeHunpoBan-
HOTO MOAX0fa K BefleHNI0 XpoHndeckoro 9CO y nmainueHToB
c ITIJJ1, cmemas akLeHT C HIYHTUPOBAHUA Ha CTPATETUIO
AKTVBHOT'O MOHUTOPMHTIA U Ay AMOIOTMYeCKOTO KOHTPOJIA.
BeDxuparenbHas TaKTVKa ONpaBiaHa TPy OTCYTCTBMY 3HA-
IMMO KOHJJYKTUBHOM TyToyXocTu. Permenne 06 ycTaHOBKe
LIYHTOB GO/KHO OCHOBBIBATHCS HAa ayAMOMETPUYECKUX
[MOKa3aTessiX, a He TOMbKO Ha (aKTe HalMMIus IKCCyLaTa
B 6apabaHHOI IIOTOCTH.

B Hamem ucciefgoBaHuy Hambosee yA3BUMOI IPYIIIION
OKa3aJIuCh JeTH IIKOIBHOrO Bo3pacTa. ITo Mepe B3pocieHns
IallYIEeHTOB, B IIOIPOCTKOBOM U CTapllleM BO3pacTe, CoXpa-
HSETCS TUIMYHAsA /IS IeTCKOTO BO3pacTa KIMHUYECKas
KapTUHA MaTonoruy cpepgHero yxa. OjHaKO oTMevYaeTcs
Ba)XKHOE OT/INYMeE: XMPYPTUUecKUe BMellaTe/IbCTBa Ha JIOp-
opraHax, Jake Ipy TeXHMYeCKV IPaBIIbHOM BBIIIOTTHEHNN,
a B CTapllell BO3PAaCTHO IPYIIIe YaCTOTa XUPYPIUIeCKUX
BMellIaTeAbCTB B aHaMHe3e MallMeHTOB mocturana 60%,
9aCTO He JAI0T OKMAEAeMOro BbhIpa>keHHOro addekra. 10
[OfYepPKIBaeT HeOOXOAMMOCTh CBOEBPEMEHHO ay1o-
JIOTMYECKOV AMAarHOCTUKY U afleKBaTHOTO JIJINTEIbHOTO
7e4eHM s CO CTOPOHBI Top-opranos npu ITIT]T.

Cor1acHO COBpeMEHHBIM KJIMHNYECKUM PEeKOMEH AL AM
[3], meuenne DCO y manuenTos c ITIJI TpebyeT KOMIIIEKC-
HOTO IIO[IXO/Ia, HAIIpaBJIeHHOT'0 Ha y/Iy4YlleHye MyKOLI M-
APHOTO KIMpeHca M TPOoGUIAKTUKY MHPEKITMOHHBIX OCTOX-
HeHnil. OCHOBY Tepanuy COCTABISAIOT KOHCEPBATUBHBIE
MeTO/Ibl, BK/TIOUAOII Ve Pery/IApHOe IIPOMbIBAaHVE HOCOBBIX
xopoB. [Ipy HanMMYMyU NpUSHAKOB aj//IEPrU4eCKOro PUHUTA
060CHOBAHO IIPMMEHEHE TOMMYECKNX [TTIOKOKOPTUKOCTE-
POMIOB, a B OT/[Ie/IbHBIX C/Iy4asiX MOTYT ObITb PEKOMEH/[O-
BaHBI MHTANALNUM TUIIEPTOHNYECKOTO PacTBOpa HATpUA
xyopuja. Ba)KHbIM KOMIIOHEHTOM JIeYeHM S SABJIAIOTCA
KypCOBbI€ IIpMeMBI IIePOPaTbHBIX MYKOMUTHYECKUX IIpe-
IIapaToB, CPeAy KOTOPIX Hayubojiee MIMPOKO IIPUMEHAI0TCS
ambpoxcorn u kapbonucrens. OgHAKO CTIeyeT OTMETNTD,
4YTO MHTAMSITOPHOE UCIIOIb30BaHNe TOPHa3HI anbda (mpu-
MeHeHIe KOTOPOIi CBA3AHO C yny4lieHneM pyHKI UK 1er-
KUX Y CO CHU>KEHMEM JIETOYHBIX 000CTPeHNIT Y allieHTOB
¢ MB) npu gaHHOJ IaTOJIOT MM He PeKOMEHyeTCs B CBS3U
c HerocTaTouHOM addexTnBHOCTBIO. [Ip1 060CTpeHUM XPO-
HIYEeCKOTO CHHYCHUTA II0Ka3aHa aHTnbaKTepnaabHas Tepa-
151, IPY 3TOM BBIOOp Tpernapara KOKeH OCHOBBIBATHCS
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Ha JJaHHBIX O YYBCTBUTETbHOCTI BBIJIe/ICHHON MUKPODIOPEL.
AHTUO6MOTVMKY Ha3HAYAIOTCA B MAKCYMAa/IbHO JOIYCTUMBIX
IJ151 BO3pacTa 103aX, IPeJIOYTUTENIbHO IapeHTePAIbHBIM
Iy TeM UIN IIEPOPAIBLHO.

Oco60e BHMMaHNE yensAeTCsI HPOPUIaKTUIeCKNM Me-
PONIPUATHUAM, BKIIOYAIOIIVM 00513aTe/IbHYIO BaKIIMHAIINIO
NPpOTUB THEBMOKOKKOBOV U reModOI/mbHoﬁ MH(beKuMﬁ[,
a TaK)Ke eXKeTO/JHYI0 MMMYHM3AMI0 IPOTUB TpuMIa. Takum
obpasom, mpu Begenuy nanueHtos ¢ IIII]T 1 9KccyaTUBHBIM
CpeZHMM OTUTOM TpebyeTcs TIiaTebHOE COOMI0IeHIIE Tepa-
MEeBTUYECKNX PEKOMEHJAL ML U IOCTOAHHDBII MOHUTOPUHT
3(pdexTUBHOCTU IPOBOAMMOTrO IeYeH U .

3aknwodeHne

B rpynme manuentos ¢ MB npu o61geit coxpaHHOCTHU
IIOPOTOB C/1yXa y GONBUIMHCTBA MALIMEHTOB BBISABICHA
rpyIma BpICOKOTO pucka no passutuio CHT - mogpoct-
KU C TSKETBIM TedeHMeM 3aboneBaHNA. BBugy Hanmamsa
crenupUIeCKUX IPEeAUKTOPOB (TAXKECTh TEYEHMUA U TUI
TeHeTMYeCKOl MyTalluu) faHHaA NOAIPYIIIA MallIeHTOB
MOAIEXNUT 0653aTeIBHOMY PEryIsipHOMY CYPJOIOTH-
YeCKOMY MOHMUTOPMHIY BHE 3aBUCYMOCTU OT HaJIM4UA
Cy6beKTUBHBIX kan06. Y manuenTos ¢ I1I]] noMmnaMpyeT
KOHJJYKTMBHasA TyroyxocTtb Ha ¢pone DCO, MUK KOTOPOIL
IIPUXOAVTCS HA IIKOJIbHBIN Bo3pacT. Ee oTnumunTenbHbIMI
YepTaMM ABJAIOTCA CTOMKOCTD U MeHbIIaA 9P (eKTUBHOCTD
XMPYPIrUIeCKUX BMEIIATEIbCTB, YTO 00yC/IaBINBaeT He0b-
XOIMMOCTD AMHAMUYECKOTO HabIIO/[eH I OTOPMHOMAPUH-
roJIora/Cypoora ¢ aklleHTOM Ha KOHCepBaTHBHOE BefleHle.
KnroueBoit 3afjaueit AB/IsATCA He eJMHBIN CKPUHUHT CIIyXa
y HAalMeHTOB ¢ MYKOOOCTPYKTMBHBIMY 3a00/IeBaHUAMI,
a crpatuduKanysa pUCKOB U IePCOHAMIN3ALNA Ay AVOIOT Y-
4eCKOT'0 KOHTPOJIA B 3aBMCUMOCTH OT HO30JIOT MM M TAKECTHU

Te4eHIsI OCHOBHOTO 3a00/IeBaHMA.
Kongnuxm unmepecos.
Asmopui 3a76715110mM 00 OMCYMCMBUL KOHPUKIMA UHINEPeCOs.
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Asmoput 3a76715101 06 OMCYMCMBUL BHEUHE20 PUHAHCUPOBAHUS
npu nposedeHUU UCCe008aHUSL.
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