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Pesiome

CeHcoHeBpasibHasA TYroyxoCTb Pa3fIMUHON CTEMEHUN BbIPAXXEHHOCTU 1 SNUENCUA MOTYT
COCYLIeCTBOBATb MPU PA3SIMUHBIX KIVHUYECKUX CMHAPOMAX, B TOM UMCile B pamMKax op-
baHHbIX reHeTYecKnx 3abonesaHnii. B ctatbe NpeacTaBneH KIMHUYECKUI Clydaii Snek-
TPOaKyCTNUECKON KOpPEeKLMK CJlyxa y NaumeHTa ¢ CUHAPOMOM SMUENCHm, NoTePU Cnyxa
1 YMCTBEHHOW OTCTANIOCTV, aCCOLMMPOBAHHBIM C MyTaLmaMK B reHe SPATAS. DneKTpoaky-
CTUYecKas CTUMYNAUMA Y NaUMEHTOB C SMNUMENCUEn N CHKEHVEM ClyXa TeOPeTUUYECKN
ConpsXeHa C PUCKOM BO3HVUKHOBEHUA SMUAENTUYECKIX SMM30L0B, MOCKOSIbKY Y STUX Ma-
LIVEHTOB MMEeIOTCA CTPYKTYPHbIe 1iv meTabonnyeckne Hapywenusa LIHC, cBsazaHHble ¢ no-
BbILIEHHbIM PUCKOM pa3BuTua cygopor. Cnyxopeyesas peabunutaumsa naymeHTa nposo-
ANNacb NOCPeacTBOM 6UHAYPanbHOIO CyXONPOTe3MPOBAaHUA BHavase 1 Aanee, B CBA3U
C HeahPEeKTUBHOCTBIO CITYXOBbIX anmnapaTos, NPOBEAEHWS KOXNIeapHON UMMNIaHTauuu v
nocnegytouien 6umoganbHol cTumynaumn. B npouecce grHammueckoro HabsogeHns 3a
AaHHbIM MaUVEHTOM NPW UCMOJIb30BaHMM CJTYXOBbIX annapatos, peyeBoro npoueccopa
KOXJ/I€apHOro UMMaHTa, a Takxke Npu fanbHenwen 6UMoganbHoON CTUMYNALMN yBenunde-
HVA SNUAKTMBHOCTM Ha D3I He OTMeYasNioch. DNEKTPOAKyCTUYeCcKas KoppeKums cyxa rno-
3BOSIAIA PACLLUMPUTD CITYXOBblE BO3MOXHOCTM JAaHHOTO MauMeHTa 1 yayylunTb KauecTBo
€ro XuU3Hu.

KnioueBble cNoBa: CEHCOHEBPAJIbHAA TYrOyXOCTb, SMUENCUsA, KOX/IeapHas MMMIaHTa-
LKs, CIlyXOBOM annapar, ciyxopeyesas peabunutayms, 330
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Abstract

Sensorineural hearing loss, of varying severity, and epilepsy can coexist in various clinical
syndromes, including orphan genetic diseases. The article presents a clinical case of
electroacoustic hearing correction in a patient with the syndrome of epilepsy, hearing loss
and mental retardation associated with mutations in the SPATA5 gene. Electroacoustic
stimulation in patients with epilepsy and hearing loss is theoretically associated with
the risk of epileptic episodes, since these patients have structural or metabolic disorders
of the CNS associated with an increased risk of seizures. Hearing-speech rehabilitation
of the patient was carried out by means of binaural hearing aids at the beginning and
later, due to the ineffectiveness of hearing aids, cochlear implantation and subsequent
bimodal stimulation. In the process of dynamic monitoring of this patient with the use of
hearing aids, the speech processor of the cochlear implant, as well as with further bimodal
stimulation, no increase in EEG epiactivity was noted. Electroacoustic hearing correction
allowed to expand the auditory capabilities of this patient and improve his quality of life.
Keywords: sensorineural hearing loss, epilepsy, cochlear implantation, hearing aid,
hearing and speech rehabilitation, EEG

B BBEOEHWNE

Mo paHHbIM «MunpoOBOro Aoknaga Mo COCTOAHUIO Cyxa» BcemmpHOM opraHu3auuu
3apaBooxpaHeHuna (2021 roa), Bo Bcem mupe 6onee 1,5 mnpg, unu 20%, HaceneHua cTpa-
[,Al0T TOW UM MHOW CTeMNeHblo HapyLleHua cnyxa. bonbwmnHcTeo 13 Hux (1,16 mnpa) ume-
I0T Nerkre HapyLieHus, okono 430 MiH (5,5%) — HapyLueHNA OT yMepeHHOW 0 TAXeNon
cteneHun. Moyt 30 MNH yenoBeK MMeIOT rMyOOoKy UK MOMHYK NoTepto cilyxa Ha oba
yxa [1]. Yncno nuy c HapyweHnamm cnyxa B Poccuiickon Mepepavumm npesbiwaeT 13 MaH
yenoBek, 6onee 1 MAH - 310 fgetu. M3 1000 HOBOPOXAEHHbIX 1 pebeHOK poXxaaeTca ¢
TOTafibHOM rNyxoTon. Kpome Toro, B TeueHme nepsbiX 2-3 f1eT KU3HWN TepAIoT CAyX elle
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2-3 pebeHka. Y 14% nuy B Bo3pacTe oT 45 1o 64 net n'y 30% nuu ctapLue 65 net nmetoTca
HapylweHuna cnyxa [2, 3].

OCHOBHble NPUYMHbI CEHCOHEBPAJIbHOW TYrOyXOCTU Y AeTel MOXKHO 0O beANHNTL B [iBE
6onblume rpynnbl: HacneACTBEHHblE (FeHEeTMYeCKN AeTePMUHUPOBAHHbIE, CeMelHble) 1
HeHacneCTBeHHbIe (3K30reHHble). [10 BpeMeHN BO3HUKHOBEHWUA HapyLLeHUA Cnyxa MoryT
6bITb BpOXAeHHbIMU (GaKkTop BO3AENCTBYET HAa OPraH13M 3MOPUOHa, MoAa 1 HOBOPOXK-
LEHHOro) 1 NpYobpeTeHHbIMU. VI3MeHeHNA reHOTUMNA ABNATCA NPUUYUHON HapyLIeHWUI
cnyxay 70% feTen ¢ BPOXKAEHHOMN 1 fOPEYEBON TYroyxocTblo, npuyem B 70-85% cnyyaes
3TO HecnHApomarnbHble dopmbl. bonee 100 reHoB KoaupyloT MeMOpaHHble, perynaTop-
Hble 1 CTPYKTYpHble 6enkn BHYTpeHHero yxa. MyTauum B HUX NPUBOAAT K HapyLleHuto
paboTbl opraHa KopTtu 1, COOTBETCTBEHHO, K Nepudepryeckon Tyroyxoctu [4]. leHeTnye-
CKMe NPUYNHBI BPOXKAEHHOWN TYrOYyXOCTU AeNATCA Ha CUHAPOMasbHblE Y HECUHAPOMaNb-
Hble. CMHAPOManbHaA TYroyxocTb ABAAETCA YaCTblo FeHEeTUYECKOro CMMTOMOKOMMNEKca
N COMPOBOXKAAETCA HAPYLLEHNAMWN PA3BUTKA YXa 1 NOPOKaMK Pa3BUTUA APYrMX OPraHOB
N cuctem. HecnHppomanbHasa TYroyxoCTb NPOABAAETCA U30NMPOBAHHbIM HapyLeHnem
cnyxa M He COMPOBOXAAeTCA NOPOKaMM Pa3BUTUA B APYrMX opraHax n cuctemax [5, 6].
MpunbnunsmtensHo 70% cnyyaes fJopeyeBOl FeHeTUYECKOI NoTepr Clyxa HeCUHAPOMasb-
Hble. Y GONbLUMHCTBA MWL, C HECUHAPOMAJIbHOW FeHeTUUYEeCKoW Tyroyxoctbto (75-80%)
TYroyxocCTb HacnefgyeTca no ayTOCOMHO-peLeccCMBHOMY Tuny. HecnHgpomanbHasa note-
pA cnyxa TakKe MOXeT HacnefoBaTbCA NO ayTOCOMHO-AOMUHAHTHOMY Tuny (19-20%) u,
pexe, 6bITb aCCOLMMPOBAHHON C MUTOXOHAPWANbHbBIM UK X-CLENAEHHbIM HacleloBaH -
em (1-2%) [7]. o 30% cnyyaeB reHeTMYECKOWN NoTepu ciyxa CMHApOManbHble. B HacTos-
Lee Bpems BbiiBNEHO 11 CMHAPOMOB, aCCOLMMPOBAHHbBIX C 47 reHaMy CUHBPOMANbHOM
Tyroyxoctu [5, 9].

CeHcoHeBpanbHaA TYroyxocTb pPasfIMYHOWM CTEMeHW BblpaKeHHOCTU W 3nuencus
MOTYT COCYyLeCTBOBaTb NPMW Pas3fiNUHbIX KINHNYECKNX CMHAPOMAX, B TOM Yncne B pam-
Kax opdaHHbIX reHeTUYeCcKnx 3aboneBaHuni, Taknx Kak cuHgpombl MERRF, MELAS, EAST,
Anme — lpynn, CMHAPOM 3MMAEnCUK, NOTEPU CyXa U YMCTBEHHOWN OTCTaNoOCTH, acCoLMK-
poBaHHbIN ¢ MyTaumamun B reHe SPATAS, cuHapombl DOOR n l'yctaBcoHa [8].

SPATA5 - 6en0K, cocToAL i 13 892 aMUHOKUCIIOT, BNEpPBbIe MAEHTUPULNPOBAHHDIN B
CEMEHHMKaX MbILIN Kak GaKTop, CBA3aHHbIN co cnepmaTtoreHe3oM (SPAF) [10]. Ten SPATAS
pacnonoxeH Ha xpomocome 4g28.1. benok SPAF yuyacTByeT B pasfiMuHbIX KNETOYHbIX
npoueccax, Bkntoyasa pennvkauuio JHK, cnnaHne membpaH n perynaumio CTPYKTYPHOM
LleNnoCTHOCTN MUTOXOHAPUI BO BpemsA cnepmatoreHesa [11-13]. Mytaumn B reHe SPATAS
CBA3aHbl C MMKpoLedanuein, yMCTBEHHOWN OTCTaNOCTbIo, CyOPOraMu 1 TYroyxocCTbto, YTO
3acCTaBnAeT BblABMHYTb NpeAnonoxeHne o ponu reHa SPATAS He TonbKo B cnepmartore-
He3e, HO 1 B Pa3BUTUN HEMPOHOB M POCTE aKCOHOB, Y UMEIOT ayTOCOMHO-PeLLeCCUBHbIN
™MN HacnepgoBaHua [16]. Jeduunt SPATA5 NpMBOANUT K YMEHbLUEHUIO KONNYECTBa MUTO-
XOHAPWIA, B CBA3M C YeM YMeHbLlaeTca npogyKumsa ATO Ha OKOHUYaHMAX akCOHOB 1 Hapy-
LaeTcs akcoHoreHes [14, 15].

B nutepatype onuncaHo 37 nauymeHToB ¢ MyTaumein B SPATAS co cxogHbIMN KNNHNYe-
CKMMM Npur3HaKamn. B yacTHOCTW, CBA3b C CEHCOHEBPabHOM TYroyxoCTbio MOATBEPXKAAET
npeanonoXeHre 0 MUTOXOHAPMANbHOM 3ab60f1eBaHUN. dnunencusa npucyTcTeoBana y 28
13 37 naymeHTos [10]. Tanaka A.J. c coaBT. (2015), Kurata H. c coaBsT. (2016) 1 Buchert R. c
C0aBT. (2016) 6b111 onvcaHbl 30 NaLMEHTOB C FOMO3UIOTHLIMU 1 KOMMAyHJ-reTepo3nroT-
HbIMW BapriaHTamu B reHe SPATAS.
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BonesHb nposaBnAeTca cxoaHbIMU GeHOTUMMYECKNUMI 0COOEHHOCTAMU, feboTUPYeT B
MJ1afleHYeCcTBe 1 XapaKTepu3yeTca 3alepKKo MOTOPHOIO U PeYeBOro pasBuUTUA, Hapy-
LWeHneMm ciyxa (4Yalle BCEro HelmpoCeHCOPHasa TYroyXxoCTb, @ UMEHHO Yy 77% MNauneHToB),
NMaToNIornyeckNMn n3MmeHeHnsMn Ha 331 ¢ cumnTomaTryeckon anunencuein (73% nayu-
eHToB), MuKpoLedanuein (90%), »enyaouHo-KMLLEUYHbIMK HapyLlleHnamu (73%), aHoma-
NMAMU TONIOBHOTO Mo3ra (67%, NpeumyLLecTBeHHO aTpodua rofloBHOro Mo3ra 1 OTCpo-
YyeHHaa MUenMHU3aLUmaA), HapyLeHAMM 3peHus (Yalle Bcero kopkoBoe — B 41% cnyJaes)
/N OTCYTCTBMEM 3PUTENbHOrO KOHTaKTa (48%), M3MEHeHMeM MbIWeYHOro TOHyca
C runepMobunbHOCTbIO cycTaBos [8, 16-19].

B HacTosALLee BpemMsA OCHOBHbIMU METOAaMU peabunuTaumm CTOMKUX HapyLLEHWUI Ciy-
Xa, B YaCTHOCTN CEHCOHEeBPaNbHOWM TYroyXoCT, Kak y AeTel, Tak 1 Y B3pOC/bIX ABMAOTCA
C/lyxonpoTe3npoBaHue 1 KoxneapHaa nmnnaHTaumsa. M ecnu npu notepe ciyxa ot ner-
KO [0 TAXeNnon cteneHn 3¢pPpeKTNBHOCTb CIYXOBbIX anmnapaToB He Bbi3biIBaeT COMHEHUN,
TO 3HauuTenbHble NPenMyLiecTBa B peabunmtaumm naunueHToB C TAXeNon 1 rnybokomn
CEHCOHEeBpPanbHOWM TYroyxoCTbio, B TOM YuCyie C SnuNencuerl, MoXeT AaTb KoxJieapHas
UMMAaHTaLuA, XOTA dNeKTpUuYeckana CTUMYNALMA HeceT B cebe TeopeTnUYecKnin pyck Bo3-
HUKHOBEHUA 1Unn ycyrybneHuna anunentuyecknx npuctynos [19]. B ctatbe npepactasneH
KNMHUYECKUI ClTyYail SNeKTPoaKyCTUUYEeCKO KoppeKLun ciyxa y naymeHTa ¢ CMHAPOMOM
3NUnencuu, NoTepu ciyxa v yMCTBEHHOW OTCTaNoCTH, aCCOLMMPOBAHHBIM C MyTaLMAMA B
reHe SPATAS.

B KITVMHUYECKUNI CITYYAN

B deBpane 2021 r. B otaeneHue cypgonoruv Orby «HMULO ®MBA Poccumn» obpatu-
nuce pogutenn pebeHka (Manbumk 07.01.2020 r. p.) € )Kanobamu Ha OTCYTCTBME peaKkLuii
Ha 3BYKW, 3aAepPXKYy NCMXOPeYeBoro pa3BnTms.

M3 aHaMHe3a WN3HW N3BECTHO, YTO PpebGEHOK OT NEPBON GepeMeHHOCTH, NPOTEKaBLLEN
C Yrpo30i1 NpepbiBaHUA, C OTeKaMu, NOBbILLEHNEM apTepuranbHOro AasnexHns. Pogpl nep-
Bble, CaMOCTOATEeNbHble, Ha 39-11 Hegene rectaunn. Macca Tena npu poxkgeHun — 2770 T,
AnnHa — 49 cm. OueHKa no wkane Anrap — 8/9 6anno.. Pe6eHoK 6bin BbiNMCaH 13 poaaoma
Ha 4-e cyTKM Xun3Hu. C nepBbixX AHEN XK13HW pebeHOK Obin 6eCnoKoeH, UMeNn MecTo Hapy-
WweHnAa nuwesapeHna. OTmevanach 3afepka NcMxomotTopHoro passutna. C 22.06.2020
NoABMAMCb NPUCTYMbI (3NunenTuyeckme cnasmbl), dapmakopesncTeHTHoe TeyeHue. MNpu
nposefeHUn Bngeo-33I B 5 MecALEB BO CHe 3aperncTpupoBaHa anunentudopmHan ak-
TUBHOCTb B JIEBbIX LEHTPaNbHO-BUCOYHbIX oTaenax. O6cnegosaH B I'bY3 «HIL cneyunanu-
3UPOBAHHOMN MeAULMHCKON nomowmn aetam 3M», anarHos: anunencus reHeTnyeckas,
KOMOUHMPOBAHHAA (C NPU3HaKaMy reHepanv3oBaHHOW GOKaNbHON) C 3aNUIeNTUYECKU-
MU cna3mamu, apmakopesnCcTeHTHoe TeueHme. dnunenTtryeckas sHuedanonatus, oby-
CNOBJIEHHAA KOMMayHA-reTepo3nroTHon myTtaunen B reHe SPATAS (cMHAPOM anunencuy,
noTepu cnyxa 1 ymcteeHHow otctanoctu (epilepsy, hearing loss and mental retardation
syndrome; MIM#616577)). CuHOpPOM [eTCKOro LepebpanbHOro napanavya, CMellaHHas
dopma. 3afiepKa NcMxopeyeBoro pa3suTuA. lMnepknHeTUYeCKme HapyLeHus.

PopunTenu agnaTca HocuTenAMr No OQHOMY reTepO3UroTHOMY BapUaHTY.

TepanuA (Ha MOMEHT KOHCYNbTaLmu): BUrabaTpuH, Tonmpamat (nocTeneHHasa oTMeHa),
NaMoTpUAXKUH, NepamnaHen (MpenapaT Ha3HauyeH BbIHYXAeHHO, B CBA3U C papmakopesn-
CTEHTHbIM TeUEHUEM SNUNENCUN).
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[aHHble JONONHUTENbHBIX 06CIeA0BAHNIA, NPeCTaBIEHHbIE HAa KOHCYNbTALMIO:

MPT ronoBHOro mo3ra MoWHOCTbIO 3 Tecsa: 0GHapY»KeHbl 30HbI MATOIOTNYECKOro 13-
MeHeHua MP-crirHana nepuBeHTPUKYIAPHO BOKPYT NepefHuX 1 3aaHNX POroB, Tef U1
TPEeYronbHNKOB GOKOBbIX eNyAOUKOB C PAacNpPOCTPAHEHEM B CEMUOBAIbHbIE LiEH-
Tpbl O CY6KOPTMKaNbHbIX OTAEN0B 61070 BewecTBa U B NOAKOPKOBbIE CTPYKTYpbI
c 06emnx CTOpPOH (3agHue Beapa BHYTPEHHMX Kancy 1 NoAyLIKY 3puTesbHbIX GYrpoB).
PUCYHOK KOpbl 6OMbLUNX MONYWapuii He nckaxeH. CMeLLeHNs CpeanHHbIX CTPYKTYP
HeT. XefyaoukoBas cuctemMa He paclvpeHa. JlatepanbHble KOHTYPbl 6OKOBbIX XKesy-
AoukoB fedopmupoBaHbl. Bogonposog mo3ra npoxogum. CybapaxHovaanbHble KOH-
BEKCUTaNbHblE MPOCTPAHCTBA NPOC/IEXMBAOTCA, HECKONBbKO paclumpeHsl. MapacTtso-
nosble 1 LepebennoMeayniapHas LUCTEPHbI YMEPEHHO PaCLLUUPEHDI.

3akKsoUeHve: NoCNefCTBUA TMMOKCUUYECKU-MLLEMUYECKOTO MOPaX)eHUa 6osbLumX no-

NyWwapuii  NOAKOPKOBBIX CTRYKTYP.

2.

[aHHble BMAeo-IIM-MOHUTOPUHTA: rpybble AnddysHble N3MEHeHVs Gro3neKTpuYe-
CKOW aKTVBHOCTMW KOPbI FOSIOBHOTO MO3ra, OCHOBHOW pUTM BO BpemMsi 604pCcTBOBaHUA
He 3aperncTpupoBaH. MynbTupervoHanbHas 3nunenTMGopmMHan akTMBHOCTb B Buie
KOMM/IEKCOB MUK, MOMUMMK-Me[/IeHHan BOMHA amnauTyaoin go 250 MKB (Bo Bpems
06c/1efoBaHNI 3aperMcTpUpoBaHa cepusa NPUCTYNOB — TOHUYECKNX SKCTEH30PHbIX U
bneKkcopHbIX CNasMoB, OKOMO 15 NPUCTYNOB; TaKXKe 3aperncTpupoBaHa cepus aHano-
TMYHBIX CYOKJIMHNYECKIX NAaTTEPHOB NPUCTYMOB).

PebeHKy npoBefeHo ayanosnornyeckoe obcnefioBaHe B COCTOAHMN €CTECTBEHHOMO

CHa, BK/oYatollee B ceba 0ObeKTMBHbIE MeTofbl obcnefoBaHUA ciyxa (MmnegaHcome-
TpUA, perncTpauma 3ajep>kaHHoM Bbl3BaHHOWN oToakycTunyeckon smmuccun (TEOAE), pe-
rMCTpaumnsa KOPOTKONATEHTHbIX CTBOMIOBbIX Bbl3BaHHbIX noTeHumanos (KCBIT (Click); KCBI
(Chirp-LS); KCBIM ¢ KocTHbIM TenedOHOM), perncTpauma CTalMoHapHbIX CTBOMOBbIX Bbl-
3BaHHbIX noTeHuunanos (ASSR-TecT)). Micnonb3oBaHMe MCMX0aKyCTUYECKNX (CyObeKTuB-
HbIX) MeTof0B 06CcnefoBaHNA ciyxa OblNo 3aTPYAHEHO MO NPUYMHE MHOXECTBEHHbIX Ha-
pYyLeHU B pa3BUTUN.

Pe3ynbTraTbl 06bEKTNBHbIX METOOB 06CejoBaHNA CiyXa:

TumnaHomeTpusa — AD/AS Tun «Ax, akycTnueckme pedneKkcbl He perncTprupoBanmnch ¢

LBYX CTOPOH.

PerncTtpauns 3agep»<aHHOW BbI3BaHHOW OTOaKycTuyeckom ammuccum (TEOAE): He peru-

CTpUpyeTCA NpU MakcmanbHoM cTumyse 83 ab ¢ IByX CTOPOH.

Perncrpauus KOpoTKONaTEHTHbIX CTBOMOBbIX BbI3BaHHbIX MOTEHLMAN0B:

®  KCBI (Chirp-LS - Bo3gylHoe npoBeaeHue): V Nk He BU3yanu3npyeTcsa Npu Makcu-
ManbHoM ctumyne 100 ab ¢ gByx cTopoH (puc. 1);

®  KCBI (Click): V nuk He BM3yanu3mnpyeTca npu MakcumanbHom ctumyne 100 ab c
ABYX CTOPOH, MITY He 3aperncTpmpoBaH;

®  KCBI (Chirp-LS - kocTHoe npoBefeHure): V NUK He BU3yanu3mpyeTca nNpu Makcu-
MasnibHOM cTumyne 60 ab ¢ fBYX CTOPOH.

Pernctpauma ctaymoHapHbIX CIyXOBbIX MOTEHLMANIOB Ha NMOCTOAHHO MOZYNMPOBaH-

Hble TOHbl — ASSR-TeCT: noporu Br3yanbHON AeTeKunn cilyxa onpegensaTca cnpasa

500, 1000 l'y-abs, 2000, 4000 'y — 100 ab; cnesa 500 'y — 75 b, 1000, 2000 'y — 100 b,

4000 ly-abs (puc. 2).
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Puc. 1. Pesynbtat perncrpauuu KCBM naumenTa (Chirp-LS Bo3aywHoe 3ByKonpoBeaeHmne)
Fig. 1. The result of the registration of ABR of patient (Chirp-LS with bone phone)

o faHHbIM KOMMNEKCHOrO 06bEKTVBHOIO ayaMoNiormyeckoro obcieloBaHna cnyxa
BbICTaBJIEH AMArHO3: XpOHUYecKas ABYCTOPOHHAA CEHCOHeBpasnbHasA TyroyxocTb IV cTe-
reHun, NOrpaHNYHas C ryxXoTou.
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Puc. 2. Pesynbrat npoBeaeHunna ASSR-tecta naumneHTa. Moporn cnyxa coorsetcTBytoT IV cTeneHn
TYroyxocTu, NOrpaHU4HOW C rNyxoTon

Fig. 2. The result of the ASSR test of patient. Hearing thresholds correspond to the IV degree of hearing
loss, borderline with deafness
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Puc. 3. Pesynbrart akycTuyeckoli KoppeKuum cyxa naymeHTa
Fig. 3. The result of acoustic hearing correction of patient

C yueToM TaXenoro KomopbuaHoro 3abonesaHusa, GapmMakopesnCTeEHTHOIO TeyeHns
anunencum 6biN0 NPUHATO peLleHne 06 akycTUYecKon Koppekuun cnyxa. B none 2021 r.
naumeHTy npoBefeHo OGuHaypasbHOe CNyXonpoTe3npoBaHMe 3ayLWHbIMK LdpPOoBbIMM
MHOTrOKaHanbHbIMN CBEPXMOLLHbIMU CJIYXOBbIMY annapatamu ¢ MHAUBUAYaNbHbIMA YLL-
HbIMW BKNagbiwamu (puc. 3).

MpoBefeHa BepudMKaLmMA HACTPOEK CIyXOBbIX annapaToB B aHanu3atope «Affiniti»
C UCMONb30BaHNEM VHAMBUAYaNbHbIX YLHbIX BKNagblwen pebeHka (puc. 4). JaHbl peko-
MeHAALMM NO NCNONb30BaHMIO C/TYXOBbIX anmnapaToB, COOMIOLEHNIO PEXMMA VX HOLLEHUA.
Mpu yBennueHMmn 4acToTbl NMPUCTYMNOB — NPeKpPaLleHne UCMOob30BaHNA CJTYXOBbIX anna-
paToB, MOBTOPHaA KOHCYNbTaLuA anunentonora. [oBTopHaA HaCTpoMKa CyxXOBbIX anmna-
paToB npoBoannack yepes 1, 3, 6 mecaues. HabnogeHne n neyeHne y Heponora-anunen-
TONOra, BUAEe0-23-MOHUTOPUHT B AHAMUKE.

Cypaoneparornyeckoe o6cnefoBaHme nauneHTa

[N BbIABNEHMA CNYXOBbIX OLWYLEHVI 1CNoMb30Banca 6e3ycnoBHO-pedNeKTOPHbIN
MeTOA MoBeAeHUECKON ayaroMeTpuK; HaboheHne NPOBOAMAN KaK CNeumanmncTbl otae-
NeHVs CYpAONOTMY Ha HACTPOEYUHbIX CECCUAX, TaK U POAUTENN. YCNOBHO-pedieKTopHble
meToabl GMKcaLmUM peakumin Ha akyCTUUeCKe CUrHanbl Gbiv HEAOCTYMHbI MO NPUYKHE
MHOeCTBEHHbIX HapyLUeHW B pa3BuTun. Mpu 61uHaypanbHOM UCMONb30BaHIN CIYXOBbIX
annapaTtoB Kaknx-nnmbo U3MeHeHui B MOBeEHUY B OTBET Ha 3BYK He 3apUKCUPOBAHO.

Pogutensmu naumeHTa oTMEYaNncb HECTOMKIME PeaKLn Ha IPOMKIE 3BYKH B BUAE:
B 3aMUpPaHUSA 1 NpeKpaLLeHnsa nnava;
B LIMPOKOro OTKPbIBAHWA Mas.
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Puc. 4. PesynbTat BepnduKaLum HaCTpOMKI CIyXoBOro annapara nayueHTa
Fig. 4. The result of the verification of the setting of the hearing aid of patient

M3meHeHna Ha BOM nocne akycTnyeckon Koppekumm cinyxa:

1. BOM ot 03.08.2021: oTMeyaeTca NONOKNTENbHAA AMHAMMKA B BUAE YMEHbLUEHMWA 3Nn-
nenTMdOPMHON aKTUBHOCTM B 60PCTBOBaHMWM, PperncTpaLm OCHOBHOrO puTMa.
2. B3M ot 30.10.2021:

®  pervoHasbHOe MeproanYeckoe 1 NPOLOSIKEHHOe [enbTa-3amepsieHrie U peru-
OHanbHaa 3nunenTMGOopMHasa akTMBHOCTb B NEBOW BUCOYHOW obnactn C pac-
NpocTpaHeHNeM Ha JieBble TeMEHHOW, 3aTbUIOUHbIV, LeHTPasibHbIA OTAenbl
(T3-T5 = P3,01, C3);

B pervoHanbHaa anunenTudopmHan akTMBHOCTb B JIEBOI JIOOHOW, NOOHO-LeHTPaslb-
Hoi obnactu (F3-C3-F7). PernctpupyeTtcsi TOJIbKO BO CHE C KpaiHe HU3KUM UHAEK-
com;

B pervoHasibHas 3nunenTuGpopMHasa aKTUBHOCTb B MpaBoil JIo6HoW obnactu (F4-
F8). Permctprpyetca ToNbKo BO CHe C KpaliHe HU3KMUM MHAEeKCOM. B Lenom nHaekc
anunnenTMGOPMHON aKTUBHOCTI B 6OAPCTBOBaAHNM KpaliHe H13KINI (MeHee 5%), BO
CHe — C yBelIYeHnemM NpefCcTaBfeHHOCTY, He NPEBbILWAIOLEN HU3KUX 3HaYeHUN
(10-20%). B cpaBHeHUn ¢ npeabiaywmm obcnegosaHuem ot 03.08.2021 oTmeyaeT-
CA NONOXUTENbHAA AMHAMMKA B BUAE YMEHbLUEHUA UHAEKCa INnnenTudopmMHONn
aKTUBHOCTU B OOAPCTBOBAHNN U BO CHe.

B cBA3M C HeadDEKTUBHOCTbIO BMHaypanibHOrO CITyXOMNPOTE3NPOBaHNA, MONOXKNTENb-
HOW AMHAMUKKOWN CO CTOPOHbI OCHOBHOTO 3aboneBaHuA (YMeHblUeHne NHAEeKCa anunen-
TUPOPMHON aKTUBHOCTN) ObINO NPUHATO PeLLEHME O NPOBEAEHUN KOXJIeapHO MMMNIaH-
Tayuu. 13.04.2022 B OIBY «HMULIO ®MBA Poccum» BbiNoONHEHa KoxJieapHasa MMIMaH-
TaluA Ha npaBoe yxo, ycTaHoBreHa cuctema (CI1512). 25.05.2022 npoBeaeHa akTuBauuma
N HacTponka peueBoro npoueccopa CP-910. Mpun HacTponke peuyeBOro npoueccopa:
MEX3NeKTPOogHOe CONPOTUBIIEHNE B HOPMe Ha Bcex anekTpoaax, NRI pernctpupyetca Ha
BCeX TecTmpyembix anekTpogax. CGopmmpoBaHa HacTpoeyHasa KapTa (puc. 5).
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Puc. 5. HactpoeuyHas KapTa nayueHTa
Fig. 5. Setup card of patient

Yepes 1 mecal nposefeHo 61MofanbHOe CyXonpoTe3MpoBaHe, NCMNONb30BaHME Ha
NEBOM YyXe 3ayLUHOro CBEPXMOLLHOTO LMPPOBOro CiyxoBOro annapara, Ha NpaBoM yxe
peyeBoro npoueccopa. [laHbl pekomeHAauMy No UCMOMb30BaHMIO CyXOBOrO annapara
N peyeBOro npoueccopa KoxjeapHoOro ummnnaHTa. lMoBTopHble HacTpomnKM — yepes 1, 3,
6, 8 mecAuUeB. Bpema ncnonb3oBaHMA peyeBOro npoueccopa nalueHTom COCTaBiAao B
cpeaHem 10 4acoB B fieHb.

M3meHeHna Ha BOM nocne nogkntoyeHna peyeBoro npoueccopa — BOM o1 09.06.2022:
perucTpupyetca anunenTudopmHana akTVBHOCTb B BUAE OCTPbIX BOJH, KOMMIEKCOB
ocTpas-MeAsieHHaa BOJIHA, NMUK-MefJIeHHaa BOMHa amnauTygon pgo 160 mMkB B neson
3a[HEBMCOYHOI 06NAcTW, NEPUOANYECKN C PACMPOCTPaHEHVEM Ha NeBble NepefHeBu-
COYHbI 1 TeMeHHoW oTaenbl (T5-T3, P3). Bo cHe pernctpupyetca GrokuunutanbHaa snu-
nentudopmMHaa akTUBHOCTb B BUAE PeAKMX KOMMIEKCOB MUK amnauTtygon o 160 mkB.
PernoHanbHasa anunenTndopmMHana akTMBHOCTb B BUE KOMMIEKCOB OCTpana-MeaJsieHHan
BOJIHA, NMUK-MeAJSIeHHaa BOMHa amnnuTyaon ao 150 MkB B neBoli 1 npaBon No6HbIX 06-
NacTAX, HE3aBUCUMMO JIOOHO-LieHTpanbHo obnactu (F3-F7 F4-F8), c KpaliHe HU3KUM WH-
pAeKkcoMm. MIHaeKc npencTaBneHHOCTM SNUNenTMPOPMHOIN akKTUBHOCTM B GOAPCTBOBaHNN
[0 5-7% HUW3KWNI, BO CHE He NPEBbILLAET HU3KNX 3HaueHnin (10-20%). 3aperncTprpoBaHo
2 cepvn anunenTuyecknx GoKasbHbIX MOTOPHbIX OGTabMOTOHUYECKUX MPUCTYMOB C MU-
HUMaNbHBbIMU KIVHUYECKMIY NPOABEHNAMUN B BUAE 3aBeeHUA rMa3Hbix AGNOK BBEpX-
BHU3-BNeBO (1-A cepuA) nnu BBepX-BHN3-BMPaBO (BO 2-I cepuu), AINTENIbHOCTb MPUCTY-
noB - 1,5-2 cekyHzabl. B cpaBHeHnn ¢ BOM ot 16.02.2022 6e3 3HaunmMom ANHaAMUKN.

N3meHeHna Ha BOM uepes 5-8 mecALeB nocsie NOAKNIOYEHNA PeUeBOro npoLeccopa:
1. BOM ot 31.10.2022: peructpupyetca anunentudopmMHan akTUBHOCTb B BUAE KOMMEK-

COB OCTpas-mMefNieHHasA BOJIHA, MUK-MefIeHHana BOTHa amnnuTyaon ao 200 mkB B ne-

BOV BMCOYHOW obnactu (T5-T3), nepropmyeckn C pacnpocTpaHeHNeM Ha TeEMEHHbIe

oTaensl. Bo cHe peructpupyetca GuokuunutanbHaa snunenTMPopmHasa akTMBHOCTb
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B BMAE pefKux KOMMIEKCoB NUK-MeasieHHasa BofHa amnnntygon o 160 mkB. MiHpekc
npeaCcTaBAeHHOCTY 3NMNenTUGOPMHON aKTUBHOCTU B 6oapcTBoBaHUN A0 10% HU3-
KWW, BO CHe He NpeBblllaeT HNU3KNX 3HauYeHun (10-20%). dnunentnyeckmx NpuUcTyrnos
1 nx I3M-NaTTePHOB 3a BPEMA UCCIIeA0BAHNA HE 3apPErNCTPMPOBaHO.

2. B3M ot 31.01.2023: ymepeHHO BbipakeHHOe anddy3Hoe 3amefieHne KOPKOBOW pUT-
MMKK. YacToTa OCHOBHOrO pYTMa COOTBETCTBYET BO3PACTHOWM HopMe. Pernctpupyetcs
anunenTndopPMHan aKTUBHOCTD:

B B BUAE PErMoHasbHbIX Pa3pAAO0B B IEBbIX BUCOYHO-TEMEHHbIX oTaenax (T3-T5-P3);
B B BUAE PErmoHasnbHbIX Pa3pAAoB B NPaBbIX BUCOYHbIX oTgenax (T4-T6).
B 60ppcTBOBaHUN NHAEKC NPeACTaBAeHHOCTY 3NMNenTuGOPMHON aKTUBHOCTM HU3-

KWW, BO CHe NMOBbIWIAETCA A0 CPEAHUX 3HAYEHUN. DNMNenTUYeCcKnX NpUcTynos n nx 330

naTTEPHOB 3a BPEMA UCCIIeAOBAHNA HE 3apPErnCTPUPOBaHO.

Cypponegarornyeckoe obcnepoBaHme nauyieHTa

Kak 1 npu 6uHaypanbHOM MCNONb30BaHUK CITYXOBbIX annapaTos, B nepsble 6-9 meca-
LieB MCMONb30BaHUA CUCTEMbI KOX1eapHON MMMaHTaLUM Kak1x-1mbo n3mMeHeHUi B noBe-
LEeHMI B OTBET Ha 3BYK He 3admKkcupoaHo. C 9 mecALeB nocsie akTBaLMy peyeBoro npo-
Lileccopa OTMeualoTcA JOCTOBEPHble NPU3HAKK CJIyXOBOrO COCPeOTOUEHNA Ha SNeKTPo-
CTUMYNALMIO NpK HacTpoike PIT; Ha 3ByYaHMA NOBbILEHHON FPOMKOCTY (OPUEHTUPOBOY-
Ho 6onee 50 gb): My3bIKy, 3Byyallre UrpyLLIKK; HECTOKIME peakLum Ha rofioC Mambl B BUZe:
®  Y3MEeHeHVA MUMUKK (ynblOKa);
B 3aMMpaHuA 1 NpeKpaLLeHns nnava;
¥ LINPOKOro OTKPbIBaHMA rnas.

B OBbCYXIOEHWUE

AKycTryecKan KoppeKkuumsa ciiyxa (CnyxoBble annapaTbl), KOXJieapHble MMMaHTbl B Ha-
cTosLLee BpeMs — Crocob peabunmntauum nauneHToB CO CTOMKUM CHUXKEHWEM CIyXa, OHU
OKa3blBalOT MONOXKUTENBHOE BAUAHME HA KOTHUTKBHbIE GYHKLMN, COLManbHble HaBbIKK,
MOBbILLAIOT COLMann3aLmio 1 KauecTBo XM3HU. W ecnn cnyxoBble annapatbl MoOMoratoT
KOMMeHCcMpoBaTb MoTepto cyiyxa BMoTb Ao IV cTeneHn Tyroyxoctu, TO eAMHCTBEHHbIM
3bbeKkTMBHLIM MeTOOM peabunmTauny NaumeHToB, CTpafaoLmnx CEHCOHEBPaNbHOM Ty-
rOYXOCTbIO BbICOKOW CTEMEHN 1 FNyXOTOW, ABMAETCA KoxXJleapHaa nMmnnaHtauma [23, 26].
dneKkTpuyeckasa CTUMYNALMA Y NaLMEHTOB C SNUAencuern N CHUXKEHNEM Cilyxa TeopeTu-
YecKn conpskeHa C PUCKOM BO3HUKHOBEHMA 3MUAENTUYECKMX SMMN30L0B, MOCKONbKY Y
3TVX MaUMEHTOB MMEeITCA CTPYKTYPHble munu meTabonunyeckme Hapywenua LUHC, cea-
3aHHble C NOBbILWEHHbIM PUCKOM pa3BuTua cygopor [19]. CyliecTByeT ABa BO3MOXHbIX
cnocoba, C NOMOLLbIO KOTOPbIX KOXJleapHasA UMMAaHTaLMA MOXKeT yXyALwuTb/CcnpoBo-
LMpoBaTb CYAOPOrn: MexaHnyeckoe pa3gpaxeHre Kopbl FONOBHOMO Mo3ra (Hanpumep,
anuaypanbHoe KpoBOTeUYeHre BO BpeMsa onepauni Ha COCLIEBUAHOM OTPOCTKE) UK e
aKTMBaLMA KOpbl BCNEACTBUE PETPOrPagHO 3MeKTPOCTUMYNALNN YepernHO-MO3roBbIX
HepBoB [19, 20, 22, 24, 25].

Mpu onpegeneHnn NpUCTyna SNUAENCUN Kak CBA3AHHOTO C KOXJIeapHbIM MMMIaHTOM
LO/MKHa OblTb OUeBMAHA BPeMeHHAA B3aMMOCBA3b C €ero UCMofb30BaHNEM — BO BPeMA
aKTUBaL MW 1 NocC/elyoLWero NCnonb3oBaHuA nMniaHTa. B obonx cnyyasax gaHHble 330
LOJMKHbI AEMOHCTPUPOBATL U3MEHEHNA, KOTOPbIE LOMKHbI ObITb CBSA3aHbl C UCMONb30Ba-
HMeM KOXJIeapHOro UMMaHTa. JlutepatypHble faHHble Ha 3Ty TeMY HEMHOFOUMCIEHHbI,
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Tak, aBTopamu 13 Vtannu npepcraBneHbl OTAANEHHbIE KNMHMYECKe pe3ynbTaTbl KoxXJle-
apHOW MMMNaHTaumMn y 2 geteil ¢ ABYCTOPOHHEN CEHCOHEBPaNbHOWM FMyXOTON N CTPYK-
TypHOW 3nunencuen. [aHHbIX, CBUAETENbCTBYOWMUX 00 yBENMYEHUN UM WU3MEHEHUN
aNMNenTUYeCKNX NPUCTYMNOB 1 pe3ynbTaToB BOM, He BbiiBneHo [19]. ABTopbl 13 M3panna
OMUCHIBAIOT KIIMHUYECKMI CNTyYall yCMeLWwHON KoXneapHon UMMIaHTauumn y eBOYKU C Ana-
rHO30M LUM33HUedanun 1 ryxoTol, y KOTOpOW Yepes 2 rofa UCnonb30BaHUA KoXJ1eapHo-
ro MMMaHTa pPa3BuUICA aNUNenTUYeCcKnii NaTTepH Ha 331 1 NOABUNUCH Nerkue NPUCTynbl
paunsectesun. MNpu guHammnyeckom HabnogeHUn naurMeHTKa yCnewHo UCnonb3oBaa Kox-
neapHbI UIMNNAHT U He HyXKAanacb B Tepanuu NpoT1BO3NMAeNTUYEeCKMM NpenapaTamu,
1 aBTOPbI NPULLM K BbIBOZY O TOM, YTO SMUNENTUYECKNI NaTTepH He Obln CBA3aH C 3M1eK-
TPOCTUMYNALMEN 1 UTO KOXJIeapHasa UMMaHTaLmMA He NPOTUBOMOKa3aHa AeTAM C KOPKO-
BbIMV aHOManuamm [21].

B npouecce HabnogeHNA 3a paccmaTpriBaeMbIM NaLMEHTOM Kak Npu NCMoJib30BaHMM
CJIyXOBbIX annapaToB, Tak U MPY UCNONb30BaHUN KOXNeapHOro MMMNaHTa yBennyeHus
3NNaKTUBHOCTM Ha I3[ He oTMeuanocb. OfHaKo cneflyeT OTMETUTb, YTO, HECMOTPA Ha pe-
rynApHbIA I-MOHUTOPVHT Kak B NpeaonepaLnoHHOM, Tak 1 B NOC/ieonepaLioHHOM ne-
puoge, TeopeTUYeckn N3MeHeHNa MO NPUCYTCTBOBATb Mexay I3-uccnegoBaHUAMMU.
HabniogeHve anmunentonorom 1 MegukaMeHTO3Haa Tepanua NpoTUBO3MUAENTUYECKAMM
npenapaTtamu NPOBOAWNINCH BO BPEMs BCEro Neproaa HabnoheHnsa 1 NpoBoAATCA MO Ha-
cToAulee Bpema. bumoganbHaa CTUMYNALMA NO3BONMMA PaCLIMPUTL CIyXOBble BO3MOX-
HOCTV AaHHOTO NauueHTa 1 ynyyLinTb KauecTBO ero »KU3HMU.

B BbIBOJbl

1. TlaumneHTbl C N3MEHEHUAMN 6I/IOBHEKTpVILIECKOI7I AKTUBHOCTM MO3ra, B YaCTHOCTU C NN~
nencven, Tp66yIOT MHOMBMAyanbHOro noaxoda npu peweHnn sonpoca 06 SJIEKTPO-
aKyCTI/I‘-IECKOVI Koppekynmn ciyxa.

2. [aHHasa rpynna nauneHToB NOANEXUT COBMECTHOMY OUWHaMUNYeCKOMY Ha6J'IIO,D,EHVIIO
Bpadamun-cypposioramu, HeBpoaoramn-anmnenTonoramm, npn HEO6XO,D,VIMOCTVI Bpaya-
MU Opyrnx crneymnanbHOCTEN.

3. B npouecce Ha6J'IIO,D,EHVIF| 3a AaHHbIM NMauneHTOM nocne 3J'IEKTpoaK)/CTVI‘-lECKOI7I KOp-
pexkunmn cnyxa yBenmyeHmnAa snmakTnBHOCTU Ha 23l He OTMeyvanochb.

4, 3J'IEKTpOaKyCTI/I‘-IECKaF| Koppekyna ciyxa (6VIMO,D,aﬂbHaF| CTVIMyrIﬂLI,VIFl) no3soJinna
paclwnpnTb CSTyXOBble€ BO3SMOXXHOCTU, MOBbICUTb Ka4e€CTBO KM3HW AAHHOIO NauneHTa n
B JaNibHenLwem 6WJ,ET cnoco6cTBoBaTb ¢OpMI/IpOBaHVIIO CJTyXOBOIro cocpenoTtovyeHus,
BHUMAHMA N BO3SMOXHOCTW BOCNPUHMMATb 3BYKW OKpYyXatoLero mmpa.
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