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CHARGE syndrome presents with a collection of congenital anomalies affecting multiple organs. Ear and temporal
bone anomalies, including hearing loss, are highly prevalent. We present a rare case of cochlear implantation
in a 2 years 3 months old girl with CHARGE syndrome. Patient demographics, comorbidities, anatomical factors
and details of the cochlear implantation performed were extracted and summarized.
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CHARGE-cHgpom npenctaBnseT co60M KOMMIEKC BPOXAEHHbIX aHOMaruii, BOBJIEKAKOLLNX HECKOMBKO
opraHoB. Oco6eHHO pacnpoCTpaHeHbl aHOMasMM yxa 1 BUCOYHOW KOCTU, NMPUBOASALLME K NOTEPE crnyXxa.
MbI npeacTaBnseM peokuin crydarn KoxaeapHon uMmnnaHtaunm y gesoykm 2 net 3 mecaues ¢ CHARGE-cuH-
apomMmowm. B cTaTbe npuBefeHbl gemorpaduyeckme gaHHble naymeHTa, conyTcTByowme 3aboneBaHuns, aHa-
TOMUYECKUE OCOOEHHOCTU CTPOEHUS BUCOHHOM KOCTEN 1 AeTanu NpoBe4eHHOM KOXJleapHOM UMMnnaHTauum.
KntoueBble cnosa: CHARGE-cMHOpOM, MOPOKM pa3BUTKS, BPOXAEHHbIE aHOMamNWW, TYroyXoCTb, ayAMOoNori-
Yeckoe ob6creoBaHMe, KoxieapHas uMmnnaHTauns

KoH(NMKT HTepecoB. ABTOpbI 3aABNAAIOT 06 OTCYTCTBUN KOH(INKTA UHTEPECOB.

duHaHcupoBaHue. Pa6oTa BbinosiHeHa 6€3 COHCOPCKOW NOAOEPXKU.

Ona yntuposaHusa: Auaé X.M., Qanxec H.A., MawunHuHa O.A., Kongpatuukos [.C., Amutpuena T.C.
KoxneapHasa mmnnantauum npu CHARGE-cuHpapome. Head and neck. lonosa n wes. Poccumnckumn
xypHan=Head and neck. Russian Journal. 2021;9(2):57-61

ABTOpPbI HECYT OTBETCTBEHHOCTb 3a OPUTMHASIbHOCTb NPEACTaBNEHHbIX AAHHbIX M BO3BMOXHOCTb Ny6nnkaumm
UNNIOCTPATUBHOMO Marepuana — 1abnuu, pUCyHKoB, potorpadunin naumeHToB.

BE: CHARGEZSMXRME—RIIDMSZTRENARURE. EXHBRE (BRERAHMK) FEE
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CHARGE-cungpom (OMIM 214800), Takxe M3BECTEH KaK CUH-
apom Xonna-XuttHepa (Hall-Hittner syndrome), 06ycnoBneH myTa-
unsmu B reHe CHD7 (nokyc 8g12.2), koTopsiit kogupyet OHK-
CBA3bIBAOLLNIA BENOK 7 XPOMOAOMEHHON refinkasbl (Chromodomain
Helicase DNA binding protein 7) [1-5]. i3meHeHus B 3Kkcnpeccuu
reHa B Nepuof 3M6pUOHaNbHOr0 pa3BuUTUS, N0 BCE BUAMMOCTH,
NPUBOASAT K Pa3BUTUIO CUMNTOMOB, XapaKTepHbIX AN CUHAPOMA
CHARGE. CuyuTaetcs, YTO CMHAPOM BO3HMKAET WU3-32 HapyLLeHUs
3MOpUOHaNbHON AN depPeHLMPOBKIA NPUMEPHO C 35-ro no 45-i
JeHb 6epemMeHHOCTI. OHAKO [janeko He y BCex feTei, y KOTOPbIX
AnarHoctuposad cunrgpom CHARGE, npucytcTByeT myTaums reHa
CHD7 [6]. B nutepatype onncaH (heHOTUM, BbI3BAHHbIA MyTaL-
eil B reHe cemachopuH-3E (SEMASE; 608166) B xpomocome 7q21
[5]. 3a6oneBaHme B 60MbLUMHCTBE CY4aeB HOCUT CMOPAAMYECKUIA
XapakTep, XOTA B HEKOTOPbIX COOOLLEHUAX YNOMUHABTCS ayTOCOMHO-
JOMWHAHTHOE 1 @QyTOCOMHO-PELieCCUBHOE HACNEAO0BAHNE, T.K. CBA3AH
C MyTaumsmu, BO3HUKatoLwmmu de novo [1-5]. PacnpocTpaHeHHOCTb
CHARGE-cuHapoma B getckoit nonynsauum 1:12 000 [5].

A66pesnarypa «CHARGE» 6bina npugymasa 8 1981 r., 4to6bl
NOAYEPKHYTb, Y4TO 3TOT KacTep CBA3AHHbLIX MNOPOKOB Pa3BUTMA
1MeeT 06LLee MPOUCXOXAEHNE:

«GC» (coloboma) — 04HO- UM ABYCTOPOHHAS KONO6OMA pajyx-
KW, CeT4aTKu, COCYLMCTON 060NI04KN, JUCKA 3PUTESIbHOTO HepBa
C MUKpodTansMuei unm 6e3 TakoBoi;

«H» (heart defects) — aHomManun cepe4HO-COCYANCTON CUCTEMBI;

«A» (atresia of choanae) — 0fHO- UnW ABYCTOPOHHAS aTpesus
NM60 CTEHO3 X0aH;

«R» (retardation of growth and development) — gedouumt pocra,
0TCTaBaHWe B PasBuUTUL;

«G» (genital anomalies) — aHoManum NONOBLIX OPraHoB;

«E» (ear abnormalities and sensorineural hearing loss) — aHoma-
nuwn opraxa cnyxa [1, 2, 7-9].

CHARGE-cnHApOM XapakTepu3yeTcst OCHOBHbIMM LLIECTbO NpU-
3HaKamu, ofHaKo eule 6osee 20 BPOXKAEHHbIX aHOMaNUA MoryT
BCTPEYaTbCA B Pa3finyHbix Bapuaumsx [7, 9-11].

Mopoku pa3suTis yxa (npucytcteytowyme noytn 8 100% cny4aes),
NPUBOAALLME K HAPYLUEHWIO CNyXa, U aHOManum rnasa (npucyT-
cteytowime B >80% cry4aes), BbI3bIBANOLLNE HAPYLLEHWNE 3PEHUS,
apnatotes 06wmumu npu CHARGE-cuHapome [12]. Mopoku pa3sutus
yXa COCTOAT U3 LUMPOKOrO CMeKTpa aHOMasuil, BKIKoYas anna-
310 NONYKPYXXHbIX KaHAN0B, KOCTHbIE NMOPOKYU Pa3BUTUS 1 BECTU-
OyNIOKOXeapHyro runonniasuto [12]. AHomManuu Hapy>KHOro yxa,
TaKuMe Kak XapakTepHbI Kynonoo6pasHblil B yxa, BCTPEYalTCs
y 60nbLwnHCTBa (=90%) nauneHTos [13]. TyroyxoCTb MOXET ObITb
nu60 CeHCOHEBPaNbHOW, KOHAYKTUBHOW, NGO cmellaHHOW. OHa
4acTOo ObIBAET CMELLAHHOM 13-32 COYETaHWS PA3NNYHbIX aHOManni

HapY>XHOro, CPeAHero 1 BHYTpeHHero yxa [14]. bonee 80% peten
¢ CHARGE-cnHApOMOM UMEHT Ty UK UHYI0 chOpMy NOTEPU CRyxa,
a 10 40% umetor Il wnn IV cTeneHb CEHCOHEBPASTbHOM TYrOXyoCTU
unu rnyxoty [15]. MoXXHO 06HapYXUTb LUIMPOKMIA CMIEKTP aHOManui
YepenHbIX HePBOB, BKIIKOYas rMNonIasnio/anniasunio 060HATENbHbIX
NYKOBWUBbI 1 TPaKTa, NnLesoro Hepsa (JIH) 1 BeCcTMOYNOKoXeapHoro
HepBa [16].

[letn ¢ HapyLweHuaMN 3peHns elle 60MbLIe 3aBUCAT OT CBOEro
cnyxa, W No3ToOMy paHHAs peabunurauus npuobpetaeT Bce 60/b-
Lee 3Ha4eHue. PaHHAS KoxeapHas UMNaHTaumus 45 NauueHTos
C CEHCOHEeBPasbHOM TYroOyX0CTbIO U TNYXOTOI BaXKHA Ans obecne-
YeHMs CBA3M 3TUX NALMEHTOB C OKPY)XatoLLel Cpesjoii n CoaencTBns
X NCUXOMOTOPHOMY pa3BuTuto. Moatomy naumeHTbl ¢ CHARGE-
CWUHAPOMOM JO0/MKHBI KaK MOXXHO CKOpee NPONTX ayauoNornieckoe
o6cnefosanue [17].

Knunuveckuii cnyyaii

MauwneHT — peBoyka b., 2 roga 3 mecsaua, noctynuna 8 HMIALIO
B ceHTAbpe 2020 r. 13 aHamHe3a Xu3Hu: pe6eHok oT 1-in 6epe-
MEHHOCTW, NPOTeKaBLIen Ha (POHe Yrpo3bl HeBbIHALINBAHMA
B | TpMMeECTpe, MHOTOBOAMS, XPOHWUYECKON FMNOKCUN NN0La, NEPBbIX
CPOYHbIX POJOB HA CpoKe rectaynn 40-41 Hefens B 3aTblIOYHOM
npegnexanHuu. Macca tena 2860 r, gnuHa tena 50 cm, oueHka
no wkane Anrap 7/8 6annos. Mpu poXxaeHNN MHOXECTBEHHbIE NOPO-
K1 pa3BuTUS: KONI060Ma ANCKOB 3PUTESIbHbIX HEPBOB, BPOXIEHHbIN
xopuougut, napes JIH, BpOXAEHHbIA NOPOK cepAaLa (OTKPbITbIA
apTepuanbHbIii TPOTOK, (OYHKLMOHUPYIOLLEE 0BANIbHOE OKHO), BbIpa-
)KEHHas BapycHas fedhopmaLus CTon, aHOMasibHOE CTPOEHUE YLLHBIX
paKoBUH. Ha 2-e CyTKI B CBA3U C YXY[LLIEHUEM COCTOSHMSA NepeBse-
[ieHa B nanaty WHTEHCUBHOI Tepanun Ha UHMY3NOHHYIO Tepanuio.
B nonuknuHnKy no Mecty XWTeNibCTBa BbiNUcaHa Ha 16-e CyTKW.
B 10 mecsLeB no COBOKYNHOCTM BPOX/EHHbIX MOPOKOB FEHETUKOM
BbicTaBneH anarHo3 CHARGE-cunapom. MpoBoauncs XpoMocom-
HbI MUKPOMATPUYHBI aHANU3, TaHAEMHAA MAaCC-CNEKTPOMETPUS.
Ha mcKycCTBEHHOM BCKapMnnBaHuu ¢ poxzaeHns. OTcTaBaHue
B HEPBHO-NMCKUXNYeCKOM pa3BuTun. CamocTosTenbHas xoab6a
K 2 rogam. Peyb OTCYTCTBYET, NPOCTbIE BOKanu3aunu.

Ha nepBoM rogy »MW3HW NPakTU4eCKN NOCTOAHHO ANCTaHLMOH-
Hble XpUMbl, CTPMAOPO3HOE AblXaHWe, Ha POHe OCTPO pecnupa-
TOPHOW BUPYCHON UHGDEKLUMN, GPOHXO0BCTPYKTUBHDIA CUHLPOM.
MHorokpatHble 06CTPYKTUBHbIE GPOHXUTbI, TPUXIbI NepeHecna
BHEOONbHUYHYIO MHEBMOHMIO cnipaBa (MapT, ceHTs6pb 2019 r.
v uonb 2020 r.). [inutensHo nonyyana 6yaecoHu u unparponus
6pomug+eHoTepon (bepoayan) MHranAuMoHHO.

B 3 mecqua poautenu Brepsble 06paTUM BHUMAHUE HA OTCYTCT-
BME peakLmm pebeHKa Ha 3BYKW norpemyLuku (ceHtsaops 2018 r.).
B nonuknuHuKe no MecTy XXUTenbCTBa NPOBEAEH ayanomnornieckui
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Puc. 1. MynbrunnanapHas pekoHctpykuus KT neBoit BucouHoit koctu
A — carutTtajapHasi mpoekiusi, B — akcuanpHas ipoekiusi, C — Kopo-
HapHas mpoekius. benas crpenka — TuMIaHaubHbIN cermMeHT JIH,
YyepHasl cTpesika — HMIIA OKHA YJIMTKU U Hayalo 6a3aJbHOTO 3aBUTKA
VIUTKU.

Fig. 1. Multiplanar CT reconstruction of the left temporal bone

A — sagittal projection, B — axial projection, C — coronary projection.
White arrow — tympanic segment of the FN, black arrow — niche
of the cochlear window and the beginning of the basal turn of the

cochlea.

CKPWUHUHT, pe3ynbTar: «He npowen». HYepes 1 mecal HanpasnieHa
K CypLonory AeTCKOro CypAoaornyeckoro LeHTpa. NMpoBefeHo Kom-
NNeKCHOe ayanonornyeckoe 06cnesoBaHine, BbICTaBEH AMArHO3:
[BYCTOPOHHSA CEHCOHeBpasbHas rnyxoTa. CnyxonpoTe3npoBaHa
Ha npaBsoe yxo B Bo3pacTe 1 rof 5 Mecaues LNMPOBLIM CBEPXMOLL -
HbIM Cyx0BbIM annapatom. Ciyx0BOW annapat HOCUT MOCTOSHHO,
He 9h(PeKTUBEH.

B asrycte 2020 r. 06paTMANCh HA KOHCYNbTALMIO K OTOXMPYPrY
B ®I'6Y HMULLO ®MBA Poccuu, rae pebeHKy 6bina pekoMeHLoBaHa
KOXfieapHas UMMaHTaLus nocne NpoBefeHNs [ONONHNTENbHbIX
1ccnefoBaHUM U KOHCYNbTaLMiA CONYTCTBYHOLLMX CNELMANINCTOB.

Pe3ynbTatbl 06cnenosanua. KomnbiotepHas Tomorpacus (KT)
BUCOYHbIX KOCTEI: MMpamMuLa BUCO4YHOM KOCTW Crpasa runonnasmpo-
BaHa. HapyXHblil CNyXOBOIA MPOXOA HE CYXKeH, C YETKIIMM KOHTYpamu,
npoceeT cBo60AeH. bapabaHHas NONOCTb LUNPOKAs, NHEBMATU3UPO-
BaHa, MONOTOYEK 1 HaKOBasbHS AMGAEPEHLMPYIOTCS, rofoBKa n
apKa CTPEMEHN He BU3YyanuaupyroTcs. Huwa okHa npesasepus cMe-
LLieHa KHU3Y, annasus okHa npeansepus. MNpeanasepue fedopmu-
pOBaHO. BepxHuit 1 natepanbHbIi NONYKPYXXHbIE KaHambl HE BU3Y-
anu3npyroTes. Ynutka 6e3 0C06EHHOCTEN, NpOCcnexmsaoTes 2,5
3aBuTKa. JIH npoxoanT atunnyHo, Yepes HULLY OKHA Npeaasepus,
11 NEPEKPbIBAET HNLLY OKHA ynuTKK. Cnesa — KapTHA COOTBETCTBYET
npasomy yxy (puc. 1).

INeKTpo3HUedanorpamma — yMepeHHble N3MeHeHNs 6103neK-
TPUYECKOM aKTUBHOCTW rONIOBHOO MO3ra B BUAE [e30praHusaunm
KOPKOBOW PUTMUKMW. ANMNenTUGOPMHON aKTUBHOCTI HA MOMEHT
nccnefoBaHus He 3aperucTprupoBaHo.

YnbTpassykosas fonnneporpacus GpaxuoledanbHbiX Cocy-
[0B W TPaHCKpaHwWansHasa Aonnneporpacus: 3BUTOCTb NO3BO-
HOYHOW apTepuu ¢ ABYX CTOPOH (TEMOLMHAMUYECKMN HE3HAYUMaS).
OYHKUMOHANbHbIE NPO6bI OTPULLATESbHbI.

Ixokapanorpaus: BpOXXAEHHbIe NOPOKU CepAaua, OTKPbIThINA
apTepuanbHbIA NPOTOK. YCKOPEHHBI KPOBOTOK B aopTe. Pasmepsl
Kamep cepAua He yBenn4eHbl, COKpaTuTenbHas (hyHKUMs MMoKapaa
B NpeAenax Hopmbl.

AKyCTUYeCKas UMNeJaHCOMEeTPUS: TUMNAHorpamma Tun «C»
¢ 06enx cTopoH. AKycTudeckne pedonekcsl m. stapedius He peru-
CTPUPYHOTCA C 06€UX CTOPOH.
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Peructpauns otoakyctuyeckoit amuccuu (OA3): npnaHakm Hapy-
LWeHNs DYHKLNN HAPYXXHbIX BOIOCKOBbIX KNETOK YANTKM C [BYX
ctopoH (OAQ He 3aperucTpupoBaHa).

Peructpaums KOpoTKONATEHTHbIX CAYXOBbIX BbI3BAHHbIX MOTEH-
unanos (KGBIM): noctoepHbiit 0TBeT KCBI1 He 3apernctpupoBaH
C [IBYX CTOPOH Ha BCeX YpoBHAX cTumynauum ao 100 ab.
lMauneHT KOHCYNbTUPOBAH CMEXHbIMU CreLuanncTamm:
HEBPOJIOr ANArHOCTUPOBAN MHOXXECTBEHHbIE MOPOKU Pa3BUTMS
B cTpykType CHARGE-cuHapoma, nape3 JTH cnpaBa, CuHAPOM
MbILLEYHOW r1MOTOHUM, 3a[ep>XKKa MOTOPHOI0, PEYEBOro Pa3si-
Tns. AGCOMIOTHBIX MPOTUBOMOKA3aHNIA K KOXNIEapHO MMNaHTa-
uuu (KW) e BbIsiBNEHO;

- ncuxuatp: pe6eHoK ¢ aeduuyntapHsiM Tunom pa3sutis, CHARGE-
CWHZPOMOM, NPOTUBOMOKa3aHui K KU Her;

- TICUXOJOr: CEHCOMOTOPHOE Pa3BUTIE HUXKE BO3PACTHOM HOPMbI
Ha 2 ANNKPU3HBIX CPOKA, 30HA GNMKAMLLIEro pa3sBuTia Braronpu-
ATHas, npoTueonokasanui ans KW Her;

- Cypzonefaror: 3afiep>xka pe4eBoro passuTus Ha 3 aNUKPU3HbIX
CPOKa y pebeHKa ¢ HapyLLEHHbIM CyXOM;

- reHetuk: CHARGE-cuHapom (Kputepum amarHosa: Konoboma
COCYANCTON 060104KN M AMCKA 3PUTENBHOIO HepBa 060X rNnas,
BPOX/EHHBIV MOPOK CepfLa B BUAE OTKPbITOrO apTepuansHoro
NPOTOKA, TYroyXocTb W crneuuguyeckine 0CO6EHHOCTU YLLHbIX
pakosuH, nape3 J1H, 3agepxxka CTaTUKO-MOTOPHOr0 U ncu-
X0-MpeApeveBoro passuTus), kapnotun 46, XX HopmanbHbIN
XKEHCKUIA; NPy pacLUMpeHHOM XPOMOCOMHOM MUKPOMATPUYHOM
aHanuse (FeHomeq) NaToreHHOro amc6anaHca He BbISIBNEHO;
NPy MOMEKYNSAPHON AUArHOCTUKE HEKOTOPbIX MUKPOLUTOTEHETH-
4eCKNX CMHAPOMOB MIKPOMEPECTPOEK B NCCNEAYEMbIX NOKYCaX
XPOMOCOM He BbISIB/IEHO.
lMocne npoBeAeHNs LONONHUTENBHbBIX UCCEL0BAHUIA U KOHCYITb-

TaUmWi NaumneHTka rocnuTanu3nposada ansg nposegenns K s ®roy

HMWLO ®MBA Poccun. MauueHTke B centsaope 2020 r. nposeaeHa

KOXJeapHas UMMIaHTALMS Ha IEBOM YXe C YCTAHOBKOI MMNaHTaTa

cuctembl Neurelec. B xoae onepauun oTMedeHa runonnasns coc-

LieBUAHOIO OTPOCTKA, OTCYTCTBWE BbICTYNA FOPU3OHTANLHOrO NONy-

KPY>KHOT0 KaHana. BbinonHeHa pacLuupeHHas 3agHsas TUMNaHoTOMUS

C yAaneHnem MOCTUKA Mexy 3aiHeN TUMNAHOCTOMOI 1 aiUTYCOM.

Mocne ynaneHus HakoBanbHW NAEHTUULMPOBAH TUMNAHAMbHbIN

cermeHT JIH, npoxofsLnii no NPOMOHTOPUYMY Haf NpOeKLmen

OKHa NpefBepus 1 NepeKpbIBaKOLLNIA HULLY OKHA YIUTKW. Knepeau

0T JTH Haj HULWeR OKHA YNUTKK BbINOMHEHA KOXNEOCTOMA, BU3Y-

NIU3NPOBAH NPOCBET TUMMAHANIBHOM NECTHULbI YIUTKK (pUC. 2).

MPMEMHUK-CTUMYNATOP KOXSIEAPHOTO UMMAHTA YNOXKEH B MOA-

HAaAKOCTHUYHbIA KapMaH W (MKCUPOBAH BUHTOM, pelueTKa

AKTMBHOrO 3NeKTpoja MOJSIHOCTbI0 BBEAEHA 4Yepe3 copmMu-

POBAHHYK KOXJIE0CTOMY B TUMMAHANbHYIO JIECTHULY YIIUTKU.

ConpoTuBneHne 3NeKTpoaoB — B Npeaenax HopMbl, BBUAY OTCYT-

CTBUS CTPEMEHM W CTPEMEHHOIA MbILLLbI CTaneAnanbHble pedineKchl

He doukcuposanu. [1ocne 3aBepLUeHNs onepavLum NauneHTKe BbInos-

HeHa KT BUCOYHBIX KOCTel Anst KOHTPOMS NO0XEHNS 3NIEKTPOLHON

PELLETKM B YAIMTKE, HA KOTOPOW BM3yan3npoBaHo ee afjekBaTHOe

pacnonoxeHue (puc. 3).

Yepes 2 mecsaua nocne NpoBeAEHHON ornepauni B 0TAeNEHUM Cyp-
ponoruu u cnyxonpotesuposanus 8 ®rbY HMNLIO ®MBA naumeH-
TKe B BO3pacTe 2 roda 11 4 mecsua BbiNOSHEHA aKTUBALMA 11 HACTPOIA-
Ka peyeBoro npoueccopa Neurelec Saphyr. MexanekTpoaHoe
CONpOTUBIIEHNE B HOPME HA BCEX 3neKTpofax. KoHcynbTupoBaHa
cyponefarorom ¢ npoBefeHWeM nejaroru4eckoro o6csefo-
BaHWSA CNYXOBOCNPUATMSA. Ha [aHHbIA MOMEHT peabuinTtaumio _
He npoxoauna.
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Puc. 2. UuTpaonepainmoHHoe ¢hoTo

Ha ieBOM yxe BBITTOJIHEHA aHTPOMACTOMUIOTOMUST, PACIIIMPEHHAST 3aTHSISI
TuMIaHoTomusi. besast ctpesika — TummaHaibHblii cermeHT JIH, uepHas
cTpeJsika — KOXJIEOCTOMA.

Fig. 2. Intraoperative photo

Antromastoidotomy and extended posterior tympanotomy were performed
on the left ear. White arrow - tympanic segment of FN, black arrow —
cochleostomy opening.

06cyxpaenne

[IporHo3MpoBaHmne pesynbTaToOB KOXNEAPHOW MMMAHTaLnm
y naunentoB ¢ CHARGE-cuHapoMOM SIBNSIETCA COXHOIA 3aaa-
Yeil n3-3a HEOJHOPOAHOCTM AMarHo3a, aHaTOMUYECKMX Npobnem
I CBA3AHHbIX C HUMW KOTHUTWUBHBIX HApYLLIEHWiA. XMpyprus Takxe
COMPSPKEHA CO 3HAYMTENbHLIMI PUCKAMMN 13-3a aHATOMUYECKON
CNOXHOCTW. M03TOMY KpaiiHe BaXHO MMETb Y4eTKME AaHHble
06 0)Knaaemoii nonb3e 0T UMMNAHTALIMK, YTOObI MPUHUMATD PeLLlie-
HWS B 3TOIA rpynne nNaLyueHToB.

AHOManun cpeaHero 1 BHYTPEHHEro yxa npeAcTaBnstoT 0Co6blil
MHTEPEC ANs XUPYpPros, MPOBOAALIMX KOXEAPHYH MMMNAHTALMIO
[18]. AHomanuu JIH 1 Kpyrnoro okHa MoryT noBAMsTb Ha BO3SMOX-
HOCTb 6€30MacHO DOPMUPOBATb KOXNEOCTOMY B ONTUManbHOM
MeCTe, a aHOManuu B CPeAHEM M BHYTPEHHEM YXe 3aTPYLAHSAT
OPWUEHTALMIO B BUCOYHON KOCTU, 1, TaKMM 06pa3om, AOCTYN K YNTKe
CTaHOBMTCA 60Nee CrnoxXHbIM [19].

LLInpokoe pasHoo6pa3ne aHoManui yxa MoXeT Cenatb Xupypru-
4ecKnid Noaxon K KoxneapHoii umnnaxtaumu npu CHARGE-cunapome
CMOXHbIM 113-3a rUNONAAa3nK COCLIEBUAHOIO OTPOCTKA, aBepPaHTHO-
ro pacnonoxenus J1H (KOTOpbIi 4acTO NEPEKPLIBAET OKHO YNUTKN)
1 MOTEPM aHAaTOMUYECKNX OPUEHTUPOB (Hanpumep, natepanbHbli
NONYKPYXHbIiA kaHan). Y nauneHToB ¢ CHARGE-cuHapomom Takxe
MOXHO 06HAPY>XNTb FMNOMNNA3N0 YIMTKOBOTO HEPBA, KOTOPas YXyA-
LIAeT NPOrHoO3 cnyxopeyesor peabunurauuu [20].

OueHka v BefieHue nauueHToB ¢ CHARGE-cMHAPOMOM, KOTOPbIM
npegnonaraetcs nposefeHne KU, ABRA0TCA CAOXHON 3aaayeil.
Ho, y4nTbiBas CONYTCTBYHOLLEE HAPYLUEHWE 3PEHMsl, BOCCTAHOB-
NeHne cnyxa 0COBEHHO BXXHO [N NALMEHTOB 3TOI KaTeropum.
Ha peaynbTaTthl peabunutauun MOryT BAUATb TUNONNA3Nsa ynT-
KOBOr0 HepBa, AWCMIA3MA YNUTKU WU 3afepKKa pasButus.
Xupypruyeckoe BMeLLATeNbCTBO NOYTM BCErAa OCNOXHAETCA aTu-
MUYHON aHATOMUENA, 1, CNef0BaTeNbHO, YBENYMBAETCS YacToTa
OCJIOXHEHWIA, 0CO6EHHO NoBpeXxaeHnid JTH. TuwiaTenbHoe MHOMo-
npocbunbHoe 06¢Ne0BaHINe NALMEHTOB C UHAUBUAYANbHbIM NOJ-

Puc. 3. KT nieBoii BUCOYHOIT KOCTH TIOCIIe KOXJIEapHOI UMITJTAHTALIMH,
aKcuasibHasl MPOEKLIMSI

3Be3mouka — BHYTPEHHUI CIyXOBOW Tpoxom, Oejasi cTpeika —
MOIIMOJYC, YePHBIE CTPEIKM — DJIEKTPOIHAsI pellieTKa KOXJIeapHOTo
MMIUIaHTa.

Fig. 3. CT scan of the left temporal bone after cochlear implantation,
axial projection

Asterisk — internal auditory canal, white arrow — modiolus, black arrows
— electrode array of the cochlear implant.

XOA0M UMEET 60MNbLIOE 3HAYEeHWe ANs AOCTMXKEHUS Hauny4Llero
BO3MOXXHOro pesynbTara.

3aknoyenune

[pencTtaBneHo KnnMHUYeckoe HabnoaeHne nauneHTkn ¢ CHARGE-
CUHAPOMOM C COYETaHHbIMW aHOMANMAMMW Pa3BUTUA OPraHoOB
11 CUCTEM, BKMHOYAIOLLIMX 4 OCHOBHbIX MPU3HAKA 1 2 BTOPOCTENEHHbIX.
970 NepBbIil ONMUCAHHBIA B PYCCKOA3bIYHOM NUTEpAType KNUHNYe-
CKWIA cnyyvaii KoxneapHoi umnnaHtaumn y nauueHta ¢ GHARGE-
CWHAPOMOM, OTCYTCTBMEM MOMYKPYXHbIX KaHAN0B 1 abeppaHTHbIM
X0[0M KaHana JTH.
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