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Pe3srome. AHOMaIMY pa3BUTHA BHYTPEHHETO yXa HEPEJKO CTAaHOBATCA IPUYMHOUN BPOXK/I€HHOMN CEHCOHEBPAIb-
HOM TYTOyXOCTH, OZHAKO B TeUEHUE TIOCIeJHUX HECKOIBKUX JIeT B 3apyOe)KHOM U OTEUeCTBEHHOM TUTepaType
BCe yallle CTaJIU MOABIATHCA ONMUCAHUA KIMHUYECKUX CIy4yaeB CHIDKEHUA CIyXa B 3peJIoM BO3pacTe, CBA3aH-
HOTO ¢ MaibGOPMAIUAMU BUCOUHOM KoCTH. HanbobIINil MHTEpeC ¢ TOUKU 3pEHU aHOMAINI BHYTPEHHETO
yxa, MPUBOAAILINX K TTO3ZHEN MaHUeCTallUU TYTOyXOCTH, IPECTABISIET COO0M CHUHAPOM PaCUIMPEHHOTO BO-
JIOTIPOBOJIA TIpeABEepUsA. DTOT CUHAPOM MPEJCTaBIAET ONpeeTeHHbIE TPYAHOCTH I AUATHOCTUKHY, BEIOOpA
TaKTHKY JIedeHus1. B paboTe mpeAcTaBieHbl CBeAeHUA 06 0COOEHHOCTIX KIMHUYECKUX TPOSABIEHU CHHAPOMa
pacIIMpeHHOro BOJOIIPOBOZA MpeA BepHsa, COBPEMEHHBIX METO/aX JUAarHOCTHUKY, BO3MOKHOCTAX JIeYeHUA U
peabuIUTaIUY TAIIMEHTOB JaHHOU IPYIIIH HA OCHOBAaHUH 00001IeHNs COBPEMEHHOW HAyIHOM IUTEPATYPHI, a
TaK)Ke Ha IpUMepe KINHUYECKUX CTy4aeB U3 COOCTBEHHOTO MPAKTUYECKOTO OTIbITA.

KiroueBble cj10Ba: aHOMaIMHM BHYTPEHHEI'O yXa, CEeHCOHEBpaslbHAA TyroyxocTb, KT BUCOYHBIX KOCTeH, CUH-
JIPOM PaCIIMPEHHOT'O BOZOIPOBOA MTPEAIBEPHUA
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Abstract. The malformations in the development of the inner ear often cause congenital sensorineural hearing
loss; however, the descriptions of clinical cases of age-related hearing loss due to temporal bone malformations
have been appearing in foreign and domestic scientific literature more frequently over the past few years. The
enlarged vestibular aqueduct syndrome is of most interest from the point of view of inner ear malformations
that lead to late manifestation of hearing loss. This syndrome poses certain difficulties for diagnosis and choice
of treatment strategy. The article presents information on the enlarged vestibular aqueduct syndrome clinical
manifestations, modern diagnosis methods, treatment and rehabilitation options available for adult patients
based on the summarization of contemporary scientific works and on the examples of clinical cases from
personal work experience.

Keywords: inner ear malformations, sensorineural hearing loss, temporal bone CT scan, enlarged vestibular
aqueduct syndrome
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CIHCOK COKpaleHui

KT — kommbroTepHasa ToMmorpadus

PBIT — pacIupeHHbII BOAOIPOBO/, IPeAABEPU
CHT — ceHcoHeBpasibHaA TYyrOyXOCThb

CPBIT — cuHApOM paclInpeHHOr'o BOAOIPOBO/A NpeAABepus

BBeaeHue

[lo faHHBIM JIy4eBBIX METO/IOB MCCJIeJOBaHUU
npuMepHo 20% ciydaeB BPOXKAEHHOH IIOTEPU CIIyXa
00yCIOBIEHO aHOMAUAMY BHYTPEHHETO yxa [6], mpu
5TOM 00O0OIIIEHHbIE CBEJEHHUA O TOM, KaK 4YaCTO MaJlb-
dbopManyy CTaHOBATCA IPUINHON CHIDKEHUA CIyXa y
MalMeHTOB B 60JIee TI03/IHEM BO3pacTe, OTCYTCTBYIOT.
PaboT, KoTOophle GBI OMUCHIBATH TIO3ZHIOI MaHHde-
CTAIMIO TYTOyXOCTU Ha (pOHe aHOMAaJIUU BHyTpeHHe-
r'0 yXa, B OTeYeCTBEHHOU U 3apyOeKHOM JIUTepaType
HEMHOTO. ABTOPHI OIyOJIMKOBAHHBIX PaboOT aKIeH-
TUPYIOT BHUMaHUe Ha TOM, YTO BO3PacT, B KOTOPOM y
MaIMeHTOB JaHHOM I'PYIIIBI OGBUIO JUATHOCTHPOBAHO
CHIDKEHUe CJIyXa, IIHPOKO BapbUpyeT, HO Jallle Bcero
3TO IIPOUCXOAUT IO COBeplIeHHOoNIeTUA. Tak, 1o MHe-
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Huro S. Berrettini et al. (2005), TyroyxocTb MOXET
MMeTh KaK BPOXKJEHHBIM XapaKTeP C TOCIEAYIOIM
MIPOrPECCUPOBAHUEM CHIKEHUS CTyXa, TaK Y BHE3all-
HOe HauaJo B 6oJiee mo3zaHeM Bo3pacte [1].

Llenb paboThI

O60611IeHe JaHHBIX JUTEPATYPhl O BapuaHTax
PasBUTHA aHOMAJNUN BHYTPEHHEro yxa, 0COGEHHO-
CTAX KIMHUYECKUX TIPOSBIIEHUHN, COBPEMEHHBIX Me-
TOZIaX MATHOCTHUKY, BO3MOXKHOCTSIX JIEYeHUST U pea-
OGUIUTAIIMY TIAIUEHTOB JaHHOM Tpymmbl. OTvcaHue
KIMHUYECKUX CTy4aeB Pa3BUTHs TYTOYXOCTH C Ma-
HudecTanueil B MOAPOCTKOBOM M BO B3POCIOM BO3-
pacre y TIAIIMEHTOB C CHHAPOMOM PaCIIMPEHHOTO
BOZIOTIPOBO/IA TIPE/I/IBEPU.
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AHOManuii pa3BUTHUA BHYTPEHHETO yXa, KOTOPhIe
MOIJIH OBI ITOCITY>KUTh IPUYNHON CHIDKEHUSA CIyXa B
[I03ZIHEM BO3pacTe, He Tak MHoro. bosbliee 4ncio
MabPOpMaIui MPUBOAUT K GOPMHUPOBAHUIO BPOXK-
JEeHHOU TyroyxocTU. /i1 Toro 4ToOBI B 9TOM Pa3o-
6parbcs, HeoOXOAUMO 3HAHME U YETKOe IOHUMaHe
kraccudpukanuii 1epeKToB pasBUTHUS KOCTHOTO Jia-
6upuHTa. OfHOW U3 HanuboJiee MOJHBIX U UHOpMa-
THUBHBIX ABJIAETCA KiaccuPUKAUA aHOMAIUH BHY-
TPEHHETO yXa, pa3paboranHas L. Sennaroglu, M. Baji
(2017) [7]. B aTo#t kiaccudpUKaALUKU JTaOUPUHTHBIE
aHOMAaJHNH, CXOXKHe B CTPOEHHH, T'PYIIUDPYIOTCA B
OTZebHBIE BUJBI, KOTOPhIE, B CBOIO OYepesib, Xapak-
TEPU3YIOTCSA AaHATOTUYHBIMU KJIMHUYECKUMU U JUa-
CHOCTUYECKUMU Ipu3HakaMu. KpaTkoe oTpakeHue
KJIaccuPUKAIUY aHOMAINH BHYTPEHHETO yXa Ipes-
CcTaBJIEHO B Tabiulie.

K aHOManusM, KOTOpble XapaKTepHU3YIOTCA Ts-
JKeJION BPOXKAEHHOW TYTOYXOCTbIO, OTHOCATCS: IIOJI-
Has arviasus jabupunra (mepopmarnusa Michel), py-
JUMEHTaPHBIN CIyXOBOM Iy3bIPEK, aTlas3us YIUTKH,
aHOMAaJHs Pa3BUTHA BHYTPEHHEro yxa ¢ GpopMHUpo-
BaHUeM obuiel mosoctu. [Ipy uccieoBaHUY CTyXa
y TaIlMEHTOB C 3TUMU AaHOMAIUAMY BHYTPEHHETO
yXa JUarHOCTUpPYeTCs IIyXOTa WIM CEHCOHEeBpalb-
Has Tyroyxoctb (CHT) IV cTenenu c moporamu ciayxa
Ha HU3KUX 9aCTOTaX, KOTOpBIE CJIefyeT TPAKTOBATh
KaK BUOPOTaKTWIbHOEe BocnpusaTue [6]. Takue aHO-
MaJIMY, KaK TUIOIUIA3Ws U HEIOJHOe paszeieHue

VJWUTKH, BBUJY CBOETO OOJBIIOTO Pa3sHOOOpasus U
JleleHNs Ha TUIBl BHYTPHU TPYIIIBI, XapaKTepU3Yy-
IOTCSI Pa3HOPOJHOCTBIO M MHOrooOpa3ueM ayauo-
JIOTUYeCcKOl KapTWHBI. CTeleHb CHIDKEHUA CIIyXa
y ManMeHTOB JAaHHOW T'PYIIIEI MOXKET BapbHpOBaTh
OT HE3HAYUTEJTbHOU /0 IIyOOKOH, OfHAKO B OOJb-
IIMHCTBE CJIy4aeB TYTOYXOCTh MMeeT BPOXKAEHHBIHI
xapakTep. Haubospimnii nHTEpec B paMKax paccMa-
TPUBaeMOU IIPOOJIEMEL IIPEACTABIIAIOT BPOXK/EHHBIE
AHOMAJIMH KOCTHOTO JIAOMPUHTA, KOTOPHIE BBIABIIA-
IOTCS ITOCPECTBOM METOZOB JIy4e€BOH BU3yaIHU3aAINHI
y HAI[UEHTOB, OOPATUBIINXCS 110 TOBOAY CHIDKEHUS
cJIyXa ye B IIOZPOCTKOBOM U 6ojiee cTapiieM BO3-
pacte. OCHOBHAas Macca HayYHbBIX MCCIeJOBaHUH, TO-
CBAIIIEHHBIX OTOU TeMe, CBSI3aHa C TAKOM aHOMAaJINeH,
KaK pacluIupeHHbIN BofonpoBoy npeaasepus (PBIT).

BogomnpoBoz mpeaaBepusa NpeACTaBIsgeT COOOH
KOCTHBIM KaHaJ B MHpaMu/ie BUCOYHOU KOCTH, CO-
eVHAIOIINNI IIpeA/jBepre KOCTHOTO JabuMpHHTA C
3aHell yepenmHoW sMkou [16]. BHyTpu Bogompo-
BOZla IpeJ/IBepUs IIPOXOAUT SHAOIUMGATUIeCKUi
IIPOTOK, KOTOPHIM (GOpMUpYETCS U3 COBMECTHOTO
IIPOTOKA JUIUNTUYECKOTO U CPepudecKoro Memod-
koB (ductus utriculosaccularis) 3akaH4uBaeTcs pe-
3epByapoM (@HAOIUMPATAYECKUM MEIIKOM) B Y-
IUTMKAType TBEPAOH MO3roBO¥ 000JIOYKYU Ha 3aJHEN
TIOBEPXHOCTU MUPAMU/bI BUCOYHOU Koctu [15, 16].
BogomnpoBoz mpeaaBepus BMECTe C BOZOIPOBOAOM
VIUTKU 00eCIedrBaloT PeryJaluio JaBlIeHUs B 3H-

Tabauya

Knaccudukaiusa aHoMalnii BHyTPEHHEro yxa, pa3dpaboranHas L. Sennaroglu, M. Baji (2017)

Table

Classification of Inner Ear Malformations, L. Sennaroglu, M. Baji (2017)

BapuaHT aHOMa/INY BHyTPEHHETro
yxa

KpaTKOG AaHAaTOMHYECKOeE OIlhCaHue

[NonHas amasus 1abupuHTa

OTcyTCcTBUE YIUTKHY, IIpeJBepUs, OIYKPYKHBIX KaHaJIOB, BOJOIIPOBOZOB IIpeJi-

(medopmanus Michel)

ZBEpUA U YIUTKU

PyaviMeHTapHBIN CITyXOBOH
my3bipek (OTouucT)

HemnosHoe pa3BuTre KOCTHOH KaIlCy/Ibl TabupuHTa. ViMeeTcs Kpyryas Wik OBajb-
HOU $OpMBI MajIeHbKasl IT0JI0CTh, 00beANHAIOASA YIUTKY U Ipe/iBepue; BHyTPEH-
HUY CIIyXOBOU IIPOXOZ, OTCYTCTBYET, TOIYKPYKHBIE KaHAIIEL IeOpPMUPOBAHbI

Amntasusa yIuTKu

OTCyTCTBYeT YIUTKA, TAOUPUHTHBIM CEIMEHT JINIeBOI'0 HepBa CMelleH KIlepeay U
3aHUMaeT II0JI0XKEeHe, B KOTOPOM OOBIYHO pacIoioxkeHa ynuTka. [Ipeaasepue u
IIOJIYKPY>KHbIE KaHaJIBl UMeIOT HOpMaIbHOE aHATOMUYEeCKOe PACIIONIOXKEeHIe

AHOMasTusi pa3BUTHS BHYTPEHHE-
T'0 yXa I10 TUITy OOIIEN TTOTOCTH

OZVMHOYHOE OBAJBHOH WK OKPYIVION GOpMEI 06pa3oBaHue, Ipe/CTaBIIIoNee He-
paszieIeHHYIO YIUTKY U IIpeABepue. [1oTyKpy)KHble KaHaJIbl MOT'YT OBbITh ITOJHO-
CTBIO Pa3BUTHI WIK B BUJIe PYIUMEHTOB, BHYTPEHHUU CIIyXOBOU ITPOXOZ, COXpaHeH U
COEeZIMHAETCA C OOl IONIOCTRIO 0 IIEHTPY

T'unorutasus yautku (I'Y)

YiuTKa BO BCeX CIy4asX YMEHbIIeHa B pa3Mepax, yMEHbIIEHO U KOJIUYEeCTBO ee
3aBUTKOB, IOMHUMO 3TOTO, UMEIOT MECTO IepeKThl ee BHYTPEHHETO CTPOEHUS. BhI-
nessarotT: I'Y-1, IT'V-II, T'V-III, T'Y-IV TunoB

HernonHoe paszenenue yIuTKu
(HP)

BHerHye pa3Mepsl K KOHTYPHI YIMTKU HOpMaJbHbIe, eGeKTH CBA3aHbI C BHYTPEH-
Hell apXUTEeKTOHUKON ynIuTKu. Beigensaior: HP-1, HP-II, HP-III Tumnos

PacmivipeHue BOAOIIPOBO/IA TIPE-
ZBEPUS

VizonupoBaHHOE yBelrdeHue BOZOIPOBoza NpeAgBepus. YIUTKa, IpejJBepue U
TIOJIYKPY»KHBIE KaHaJIbl HOpMaJIbHBIX Pa3MEPOB U CTPOEHUSA

AHOMaNM anepTypsl YIUTKU

l'unonasys U ansa3us KoxjaeapHoOH anepTypsl
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JomuMdpaTUIecKoM U TepwInMbaTUIeCKOM IPo-
CTpaHCTBax JabupuHTa [2].

PBII (B aHMIOSA3BIYHOM JMTeparype — large
vestibular aqueduct syndrome wmu enlarged
vestibular aqueduct syndrome) siBjsieTCA ZOCTATOYHO
pacrpocTpaHeHHOW aHOMasiell BHYTPEHHETO yXa,
KoTOpast obsazjaet 60IbIION Bapruabe bHOCThIO KITH-
HHUYECKUX MPOsBNIeHu# [2, 8, 9, 26]. YacToTa ob6Ha-
PY’KeHUs JAHHOTO CUHZpoMa KosebieTcs oT 1 10 7%,
B 3aBUCHUMOCTH OT oOcyienyeMol momyaanuu [14].
VHTepec K pacUIMPeHHOMY BOJOIIPOBOAY IIpeZJBe-
pUA KaK K U30JIMPOBAHHON aHOMAJIMY BO3HUK I1OCIIE
nepBoro ee onucanusA G. E. Valvassori u J. D. Clemis
B 1978 rozy B cocTaBe HECKOJNBKUX aCCOLIMMPOBAH-
HBIX TIOPOKOB pa3BUTUS BHyTpeHHero yxa [11].
BeTrpeuatoTes ciy9ad Kak OZHOCTOPOHHEIO, TaK U
ZAByctopoHHero PBII. OfHaKO CTOUT yYUTHIBATh, YTO
[IPY OZHOCTOPOHHEH aHOMAJINU MOXKET HaOIIoAaTh-
cs apycroponsssa CHT [1, 10, 11]. ZlepumuT ciryxa Ha
KOHTpaIaTepajJbHOM yXe, KaK IIpaBUIO, UMeeT 00-
Jiee TI037IHee HAYajo ¥ MEHBIIYIO CTEIIEHb TKECTH.
BLIZBUTAIOT MHEHUA, YTO IPUYMHA 3TOMY — 3JIEK-
TPOJIUTHBIN Y KUCJIOTHO-IETOYHOH AucOaNTaHC KU/
KOCTel BHyTPEHHETO yXa, a TAKXKe BEPOATHOCTh aHO-
MaJIM He KOCTHOTO, a IIepeloHYaToro JAOMPUHTA
Ha «pEHTTeHOJIOTUYECKH 3[0POBOM>» yXe, KOTOpast He
BU3YyaJIM3UPyeTCs Ha KOMIBIOTEPHOH TOMOIpaMMe
[13]. Yto kacaeTcs AByCTOpOHHero zedeKTa KOCT-
HOTO JaOMPUHTA, CHIDKEHUE CJIyXa B OTOM CiIydae
MOXKeT OBITh AaCHMMETPUYHBIM, a TaKXKe U OJHOCTO-
pouuuM [10]. MexaHu3M HapylleHUs cIyxa, CBA3aH-
Horo ¢ PBII, TOUHO HEU3BECTEH, XOTH IIPEJCTABIEHO
mHoro runote3 [1, 2, 10]. [Ipeamnonaraercs, 4To B
OCHOBE IaToreHe3a NPU JAaHHOU aHOMAIUU JIEXKUT
pedirokc 3HA0MMM)HI B YJIUTKOBBIA IMTPOTOK, CBSI3aH-
HBIH ¢ AUCHYHKITMEH dHAOMUMBATHIECKOTO MENTKa
U pacliupeHueM SHIOIUMATHIeCKOTO IIPOTOKA,
YTO TPUBOAUT K MOBPEXAEHUIO HEUPOSMUTENHS.
HesHauuTesbHBIE TPABMBI 'OJIOBBI MOTYT IIPU 3TOM
BBI3BIBATh DPAa3phIB BHYTPUYIUTKOBON MeMOpPaHHI,
YTO NMPUBOJUT K 00bETUHEHUIO SHAOTUMOEI C MEepPH-
JUMGOU M CTAHOBUTCS IPUYUHOU PA3BUTHSA U ITOCTE-
MIeHHOI'0 TIporpeccupoBaHus Tyroyxoctu [10, 12].
[TpUYMHON CHIDKEHUA CIyXa TakKe MOI'YT OBITh Ha-
PYIIEHUS BOAHO-3JIEKTPOJUTHOTO U KHCJIOTHO-IIe-
JloyHoro Gasmanca sHzomuMOsl [1, 2]. YxyameHue
3BYKOIIPOBEZIEHUA 110 JAHHBIM TOHAJIBHOU ITOPOTO-
BOU ayZINOMETPUM y ITOU T'PYIIIIHI TAIUEHTOB MOXKET
OBITh CBA3QHO C TIOBHIIIEHHBIM SHOTUMPATHIeCKIM
JlaBJIeHNeM U, KaK CJIeICTBHEe, MeHbIIeH IOABIKHO-
CThIO cTpeMeHnH [1].

PBII Taxke npefcTaBisaeT UHTEPeC C TOYKU 3pe-
HUS QeHOMEHa «TPEThero» OKHa [6]. B HOpme 3By-
KOBOE JIaBJIeHHe, UAYIIee OT CIyXOBBIX KOCTOYEK, IT0-
JlaeTCsI Ha OBaJIbHOE OKHO U «CTPABIMBAETCA» YEPe3
BTOPUYHYIO MeMOpaHy KPyIIOro OKHA, a OTBEPCTHE
BOZIOTIPOBO/IA, BBUZY CBOEr0 MaJeHbKOTO IaMeTpa,
VIMeeT BBICOKOE COIIPOTHBJIEHUE I IIPOXOXKAEHU
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BOJIHBEL. B TOM ciydae, ecnu Ke umeerca PBII, aTo
IPUBOJUT K YMEHBIIEHUIO MMIIeaHCA €r0 OTBep-
CTHs, 3BYKOBOE /JaBlIeHHe YaCTHUYHO MOXeT «yTe-
KaTb» B JHAOJUMQATUYECKUA MPOTOK M Oerymias
BOJIHA B YIIUTKE HOPMaJbHO He GOPMUPYETCs, 9TO
IIPUBOJUT K TOBBIIIEHUIO BO3AYITHBIX IIOPOTOB CIIy-
Xa MPEeNMYIIIeCTBeHHO B CpeZiHe- ¥ HU3KOYaCTOTHOM
crexTpe (puc. 1).

OCHOBY MarHOCTUKY MaltbpopMaIuil BHyTpEH-
HEro yxa COCTaBJIAIOT KOMIbIOTepHas ToMmorpadus
BHUCOYHBIX KOCTEHl W MAarHUTHO-PE30HAHCHAs ToO-
Morpadusa TOJIOBHOT'O MO3ra, OZHAKO B HACTOMAIIEe
BpeMA HeT YHUBEPCAJIbHBIX KPUTEpHEB, MTO3BOJIAIO-
mux auarmocrtuposats PBIT [20]. Hopwmer suameTpa
BeCcTHUOY/ISIPHOI'O BOZOIPOBOJA 3HAYWUTENIBHO pas-
JINYAIOTCA B OIyOJMKOBAHHBIX OTYETaX, KaK U Me-
cro usMmepenus, u wiockoctb KT [10]. Hexkoropsie
aBTOPHI pPacCMaTPHUBAIOT B KadecTBe Hanubosee mpu-
€MJIEMOr'0 Kpurepusa Haiuuyua cuszapoma PBII 1o
JaHHBIM KT BHCOYHBIX KOCTEH yBelImdueHUe Auame-
Tpa BOZOIIPOBOZA IipeaaBepus bosee 1,5 MM B cpes-
Hel Touke (kpuTepuii BambBaccopm) [1, 2, 11]. B
Apyrux paborax 3a HOpPMY NPHMHUMAIOT 3HA4YeHUE
70 1,9 MM B obacTy HApYKHOH anepTypsl (KpuTe-
puii Luunuunatu) [3]. Kpome Toro, HeKoTOpBIE
HCCIIeOBATENN HUCIOIb30BAIM CPABHEHUE IIMPUHBI
BOZIOTIPOBO/IA MIPEAABEPUS C 3aTHUM IOTYKPY>KHBIM
KaHaJIOM B Ka4eCTBe OCHOBHOI'O IeTepMUHAHTA yBe-
nudenus [10]. HecMoTpst Ha OTCyTCTBHE YETKO OTIpe-
JeeHHbIX KpuTeprueB, KT BUCOYHBIX KOCTeH II0 I10-
HATHBIM IIPUYUHAM fBJISIETCS 30JI0THIM CTAHZAPTOM
B guarHoctuke PBII.

Ha ocHOBaHMM pPafHOJOTUYECKUX U THCTOJO-
TUYeCKUX WCCIeZIOBAHUN OBUIO YCTAHOBJIEHO, 4YTO
6onmbmmHCTBO  KT-m306pakeHuin MaabdopMaiui
BHYTPEHHEIO yXa HAIlOMUHAIOT T'HCTOJOTUYECKUe
Cpe3bl, IPOU3Be/IeHHbIe B pa3Hble IEPUOALI BHYTPU-
yTPOOHOTO Pa3BUTHA IUIOZAA, U3 Uero CJefyeT, UTO
KaKJas KOHKpeTHasA aHOMauINA JIabUpUHTA SABIAET-
Cs1 CJIeICTBUEM OCTAaHOBKYU €0 PA3BUTHSA Ha OIIpezie-
JIEHHOM 3Tare aMmbpuoreHesa [20]. M3BecTHO, 4TO
BOZIOTIPOBO/, TIPeAJABEepUA U DHAOIUMGATUIEeCKUI
MeIIOK K POX/AEeHUI0 pebeHKa He3pesble U MasleHb-
KHe, B TO BpeMs KaK JIpyrye YacTy BHYTPEHHEro yxa
IIOJTHOLIEHHO Pa3BUTHL. JlaHHBIE CTPYKTYPHI CTpEeMU-
TeTbHO YBEJWYMBAIOTCS B pa3Mepax W JOCTHUTAIOT
3peJiocTH IPUMEPHO K Bo3pacTy 4 JietT [14]. B 3aBu-
CHMOCTH OT XapakKTepa reHeTUYecKoro AedekTra U
CPOKOB, B KOTOPBIE IIPOUCXOAUT HapyIleHe BHYTPU-
yTpoOGHOTro pa3BuUTHA JabupuHTa, PBIT MOXeET OBITh
M30JIMPOBAHHOM aHOMAaJIel, COUeTaThCs C APYTUMU
MasbGOopManusAMU BHYTPEHHETO yXa WIN BXOAUTH B
COCTaB pa3JIMYHBIX CUHAPOMOB [20].

Y manumeHToB, IOMUMO CHHPOMA pacCIINpeHHO-
ro BogonpoBoza npeaasepus (CPBII), MoryT OBITH
BBIABJIEHBI: /IBYyCTOPOHHee pacIIVpeHHe IIpe//Be-
pHs, aTUKAIBHOTO 3aBUTKA YJIUTKU U JIATEPAIBHOTO
MIOJIYKPY’KHOTO KaHaja; /JBYCTOPOHHEE HEeIIOIHOe
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Puc. 1. Cxema paboThl BHyTPEHHETO yXa IIPH BO3ZAYLIHOM U KOCTHOM IIPOBEJE€HUH B HOPME U NPU HAJIUYUH «TPEThero oKHa» [24]:
PBII — pacuipeHHbIi BOAONIPOBOZ npeaasepus; BII — 6apabaHHas epernoHKa; d — HOPMaJIbHOE BO3AYIIHOE 3ByKOIIPOBeJeHue; 6 —
HapylIeHHe BO3AYIIHOTO 3ByKOIIPOBEAEHUS [IPH HATUUUY «TPETHEr0 OKHA»; 8 — HOPMaJIbHOE KOCTHOE 3BYKOIIPOBEZIEHUE; 2 — Hapyllle-
HUe KOCTHOTO 3BYKOIIPOBEAEHHUS [IPY HAIMYUHU «TPETHETO OKHA»
Fig. 1. Mechanisms of air- and bone-conducted sound in healthy and third window anatomy [24]: PBII — EVA — Enlarged Vestibular
Aqueduct; BIT— TM — tympanic membrane; a — Normal air conduction; 6 — Decreased air conduction in third window anatomy; 8 —
Normal bone conduction; 2 — Decreased bone conduction in third window anatomy

paszenenue ynutku Il tuma (gedopmariviss MOHAWHN)
u ap. [1, 8, 10]. B mocientee BpeMsa Bce GoJbIiiee
BHUMAaHUE y/eJsieTcs HacaeACTBEHHOMY XapaKTepy
JaHHoro cuHzApoMma. A. J. Griffith et al. (1996), a Tak-
ke S. Abe et al. (1997) ommcanu ciaydau ceMenHOMN
TmoTepu ciyxa, cBsa3anHou ¢ PBIT [17, 18]. S. Ussami
et al. (1999) omnpezenuau, 94To TeH, OTBETCTBEHHBIIN
3a CHIKeHHe cryxa Ha ¢pone PBII, pacmooixeH B 7-i
XpPOMOCOME B JIOKyce 7q31, ¢ ayTOCOMHO-PEeIecCuB-
HBIM THUIIOM TIepejadu. ITOT XKe PErHOH ObLT OMKcaH
KaK OTBETCTBEHHBIH 3a cuHApoMm [leHapena [19].
Aynuonoruvyeckass kapTuHa B ciaydae CPBII
OoueHb BapuabesbHa: 3TO MOXeT ObITh HOpMa CIy-
Xa, CTaOWIbHOE CHIDKEHHUE CIyXa B TeYeHUe JJIv-
TEJIbHOTO BpPEMEHU, TOCTEeINleHHas OTpUIlaTeNbHas
JUHAMWKa WIN Pe3KOoe YXY/AIIEHUE CIyXa, a TaKke
drokTyalys moporos ciayxa [23]. IIpu 3TOM MOXKeT
Habmogatbess CHT, cTenmeHb KOTOPOM BapbUPYET OT
YMEPEHHOI'O CHIDKEHUA clyxa Jo mIyxoTel [1, 10,
12]. HapymuieHue ciyxa MOXKET MaHU(eCTHPOBaTh
KaK C pOXKIE€HUs, TaK 1 HAUUMHATHCS B IIOOOM Bo3pac-
Te, OMMCAHBI CIyYau CHWKEHUSA CIyXa IIPU JaHHOM
curgpome u nocie 40 et [2]. OTMeYeHO, YTO TYTO-
yxocTb npu PBII 4acTo mpodsifAeTca mocjie IIyCKO-
BOTO COOBITUS: MPOOBI BasbcanbBhl, TOTPYKEHUS C
aKBaJIaHTOM, aBUANEepeseTa, TPaBMbI T'OJIOBBI, 3Ha-
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YUTeTbHON (QU3NYEeCKOM HarpyskW, cTpecca, WH-
dekuroHHoOTO 3aboseBanud u ap. [1, 2, 13, 14, 26].
Kpome CHT, aya nanuenToB ¢ PBII xapakTepHBI Tak-
)K€ KOHAYKTWUBHBIM ¥ CMEIIaHHbIN TUIIBl CHIDKEHUS
ciyxa, TIpY 3TOM 3HaueHHe KOCTHO-BO3YLTHOTO MH-
TepBajia Ha pPeYeBBIX YaCTOTax KOJeOeTCs B IIHPO-
KoM auanasoHe [1, 8, 10]. BaxxHO Tak:ke OTMETHUTb,
YTO Kal00BI MallieHTa MOTYT HE COOTBETCTBOBATh
pesyJabTaTaM, IOJy4YeHHBIM IIPHU IIPOBEJEHUH TO-
HaJIBHOU IOpPOroBo¥ ayzamomeTpuu. OTMevaroTcA
cTydad, KOTZa INUPOKUM BOZOIPOBOJ, TpejABepuUsd
SIBJITETCST CAIYIalHON HAXOJKON U KIWHUYECKU ceOst
HUKaK He npossiageT [1, 10]. KoppenamnuonHoii 3a-
BUCUMOCTU MEX/y CTeNeHbIO pacIIUpeHUs BOJO-
MIpOBOJA TIPeJABEPUA U TAKECThIO TYTOYXOCTH He
6bUT0 0OHapy)keHo [25]. YacToTa JaHHOM aHOMAINH
y JTI0Zielt ¢ HOpMO¥ CTyXa He MOXKET OBITh OTIpeZiesieHa
BBUZY TOT0, 4TO KT BUCOYHBIX KOCTEH, KAK OCHOBHOM
MeToz auarHoctuku CPBII, He aABsgeTcA PyTUHHOU
WM CKPUHUHTOBOM AUAarHOCTUYECKOU Mpolefypoi.
Ha ocHOBaHMU BHIIIEU3JIOKEHHOTO MOXKHO CZEIaTh
BBIBOJ, YTO CIeIUPUIECKON ayArOMEeTPUIECKOMN
KpUBOM, XapakTepHoi Ana cuaapoma PBII, He cyte-
CTByeT. DTO B OOJIBIION CTENIEHU 3aTPYAHIET IUarHO-
CTUYECKUH TOUCK. BecTUOY/IApHbIE CUMIITOMBI MTPU
CPBII Hab6m0fa10TCs MeHee ueM B 1/ 5 Ciydaes. Haie
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BCero MallleHThl OIIMCBHIBAIOT 3IIM307b] TAXKEJIOro ro-
JIOBOKPY>KEHHUA WIU BpeMdA OT BpeMEHU BO3HUKAIO-
IIyI0 HECTAOWIBHOCTD, HapyIlIeHe KOOpAWHALUY 1
paBHoBecus [10, 12, 14, 20, 27].

Bonpoc o sneuyenun CPBII ocTaeTcsa OTKPBITHIM.
TakyuM nanueHTaM peKoMeHJAyeTcs u3beratb TpaBM
T'OJIOBEL, @ TAK)Ke CUTYalllii, CBA3aHHBIX C U3MEeHeHU-
eM JaBieHus (II0JeThl, IOIPy>KeHNe ¢ aKBaJaHI'OM,
CKOPOCTHBIE JTUTHI, BBICOKAst MHTEHCUBHOCTH QU3H-
YECKOW HArpy3Ku), XOTs MeXaHHU3M HabJr07aeMoro
VXYZALIEeHHUA cIyXa B 3THUX CUTyalMAX JO KOHIIA He
sceH [2, 20]. B cirydae pe3Koro CHMXKEHUA CIIyXa, KaK
U TIPU OCTPOM CeHCOHEBPAJbHOU TYTOYXOCTH, MaIlu-
€HTy peKOMeHZI0BaHa IoCIUTaIN3aluA C IOC/IeyIo-
MM [IpOBeJieHreM Kypca FrOpMOHaJIbHON U COCyAu-
cToii Tepanuu. OIMcaHO MHOXECTBO XUPYPIU4ecKux
TaKTUK JiedeHUd manueHToB ¢ PBII, Takux Kak 1IyH-
THPpOBaHUe, AeKOMIIPecCrs WIN OKKJIIO3UA SH/I0IMM-
datmyeckoro nporoka. OZHAKO JAaHHBIE METOAUKU
He 3apeKoMeH/ioBaiu ceOs Kak 3¢d¢deKTUBHBIE, a
YTO ellle BaKHee, dallle OKa3blBaJNCh MHBAIUANU3U-
PYIOILIVMU, YTO IIPMBEJIO K OTKa3y OT BhHILIEIlepeyrnc-
JIeHHBIX omlepauuii [14, 21, 22]. [na ycTpaHeHUA
XPOHUYECKUX CIYXOBBIX NoTephb Ipu CPBII ucnosnb-
3yIOTCA I[UGPOBEIE CIYXOBbIe aNllapaThl Pa3IMIHOMN
MoutHocTU. [Ipu OZHOCTOPOHHEH IVIyXOTe MOXKET
OBITh pekoMeHzoBaHa cucrtema CROS, mpu acum-
MeTPUYHOH II0Tepe CIyXa YCIEeIIHO MCIOJIb3YIOTCA
cucrtema BICROS wnu ciayxoBble anmapartsl [2, 20].
[Ipy ABYCTOpPOHHEN INyXOTe MalleHThl MOTYT ObITh
HaIlpaBJIeHbl Ha IpOBe/ZieHle ollepalliiy KoXjleapHOou
UMIUIAHTALUU, OZHAKO CTOUT IIOMHUTD, YTO 11py PBII
oIlepaTUBHOE BMeIIaTeJbCTBO MOXKET OCIOXKHATHCA
gusher-cuagpomom [1, 3, 6]. [TareHTH C JaHHOU
aHoMaJsuel, KOTOPBIM ObUIa BRIIIOTTHEHA KOXJIeapHas
UMIUIaHTalusA, I0Ka3alu yAOBIETBOPUTEIbHEIE OT-
JaJieHHbIe pe3ybTaThl peabwintanyu [1].

Nauwent , A. ()

s )

[lprBoAMM KIMHUYECKUE CIydad IalreHTOB
¢ CPBII, o6paTUBIIMXCS 3a MTOMOIIBI0 B MEJUIHH-
ckre yupexzaeHus CaHKT-IleTepOypra, OKasbIBaro-
mye MOMOIIb MO MPOQWIIO «CYPAOTIOTUSI-OTOPHHO-
JIAPUHTOJIOT US>,

[ManuenTtka /., 36 jeT, obparwiach Ha MpPUEM
K CypZOJIOTY-OTOPUHOJIAPUHTOJIOTY € KajobaMu Ha
CHIDKEHUe CIyXa Ha IIpaBoe yXo, yXyAlleHre pa3bop-
YHUBOCTHU PEYH, 0COOEHHO B YCJIOBUAX peBepbepanui,
IIyM B IIPABOM yXe IO TUILY 3BOHA, YCHIUBAOUTNICS
mpu keBaHuU. CO CJIOB IAlMEeHTKH, 3a00jeBaHUE
ZeOI0TUPOBAJIO IBa To/ia Ha3a/, I'OJIOBOKPYKEHUEM C
TOIIHOTOM, KOTOPOe KyIIUPOBAJIOChH C MOMOIIBIO HY-
podena. TlepBoe BpeMsi GECIIOKOWIA 3aI0KEHHOCTD
B IIPABOM YXe, ITOCJIe Yero OTMEeTHIA CHIKeHHe CIIy-
Xa C IOCTEIeHHBIM YXYZIIeHNeM. YKa3aHHbIe CHM-
IITOMBI YCWIMBAINCH HAa QpOHE NepuoNIecKUux Ipu-
CTYIIOB TOJIOBOKpYXeHUA. PaHee 3a MeAUIIMHCKON
ITOMOIIIBIO TTO MOBOZY THUX YKaj06 obpalanack K He-
BPOJIOT'Y, IPOBOAMJIACH COCYAVICTAs TEPAIIHA C HE3Ha-
YUTETHHBIM MTOJIOKUTENbHBIM 3P PEKTOM.

[Ipu ocmoTpe JIOP-opraHOB M3MEHEHUA HE BBI-
ABJeHHl. [Ipy MMIleaHCOMEeTPUN TUMITAHOI'PAMMBL
THIa A ¢ IBYX CTOPOH pedieKCH 3apernucTpUPOBaAHbL
[IPY UIICWIATePATbHON CTUMY/IIUN. Pa360punBOCTD
IIEMTOTHOM peyu clipaBa — y yxa, cjieBa — 6 M, pasro-
BOpHO¥M peun — 1,5 M 1 6071ee 6 M COOTBETCTBEHHO.
ToHaspHAA OpPOroBasA ayAWOMETPHUS IIpeCTaBIeHa
Ha puc. 2. ITo pesynpratam o6CiIe0BaHUSA YCTAHOB-
JIEH JWAarfHo3: IIPaBOCTOPOHAS XPOHMYECKAs CMe-
ImaHHasg TYroyxocTb Il cremeHu, IpaBOCTOPOHHUHN
CyOBEKTUBHBINA YITHOM IyM. BecTUOyIomaTus, 6o-
ne3Hb MeHbepa? B kadecTBe 1000c/eZI0OBaHUs OBLIO
peKoMeH/I0BaHO npoBeZenrie KT BUCOYHBIX KOCTEH.
Ha xommbioTepHOM TOMOTpaMMe BHCOYHBIX KOCTEN
BBIABJIEHBl IIPU3HAKKU PpACIIMPEHUA BOZAOIPOBOJA
npeaaBepus crpasa: auameTrp BII crmpasa 1,6 mm
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Fig. 2. Pure-tone threshold audiometry, patient D., 36 years old
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Puc. 3. TonanpHaA noporosas ayAuorpamMmma nauueHra A., 13 set
Fig. 3. Pure-tone threshold audiometry, patient A., 13 years old

(mopma g0 1,5 Mm). BBUAY yMepEeHHOTO CHUKEHUSA
Clyxa TanMeHTKa He HyXZaeTcs B peabminTanuu
cpeicTBaMu ycwieHUs peuu. Eil pekoMeHZ0OBaHO
AVHaAMU4YecKoe HabIIIofleHre y CypAOoIoTra-0TOPUHO-
JIapUHTrOJIora, OTOHeBpoJiora 1-2 pasa B ro/, 10 BO3-
MOXKHOCTH, U30eraThb MepernasyoB JaBjIeHUsd, 3HAYU-
MBIX QU3NYECKUX HAaTPY30K.

[MarueHT A., 13 sieT, 06paTHiICA 3a CypAOJIOTAYE-
CKO¥ IMOMOIIBIO C jKaysobaMy Ha CHIDKEHUe CIyXa Ha
IIpaBOe yXO, KOTOpble GECIIOKOWIN Ha IPOTIKEHUU
ZIByX JIET, TIOCJIE€ TIEPEHECEHHOTO OCTPOTO CPEeAHEro
otuta. [Ipu ocmotpe JIOP-opraHoB — yMepeHHBbIe
pyOIlOBbIe M3MeHeHUs 00eux OapabaHHBIX IEpe-
NOHOK. [Ipu uMIefaHCOMETpUU TUMIIAHOTPAMMBI
TUma A ¢ IByX CTOPOH UIICHIATEPAIbHbIe pedIeKCh
perucTpupyoorcs ¢ obeux cropos. 3BOAD cieBa 3a-
perucTpupoBaHa, CIlpaBa He 3aperucTpupoBaHa.
Pa360purBOCTH IIEMOTHOH pevH crpasa 0,5 M, cieBa
6 M, pa3roBOpPHOU peurt — 3 1 6 M COOTBETCTBEHHO.
ToHanbHaA Oporosas AyfJUOMETpHsA NpesCcTaBleHa
Ha puc. 3. YCTaHOBJEH AWArHO3: IIPAaBOCTOPOHHAA
XpoHUYecKasa cMelnaHHaa Tyroyxocts II — III cre-
meHu. [lanpeHT 6bUT HampasieH Ha KT BHCOYHBIX
KocTel. Ha KOMIIbIOTEpHOU TOMOTPaMMe BUCOYHBIX
KocTel BbIABJIEHHI TpusHaku PBII cripaBa: guameTp

BII cripaBa 6-7 mMm (HopMma 70 1,5 mwm). [ManpeHTy
PEKOMEH/IOBAHbI ANHAMUYeCKoe HabIIoeHue v Cyp-
JloJI0Ta-0TOpUHOIapUHToIora 1-2 pasa B rofi, CJIyXo-
IIPOTE3NPOBAHUE ClIpaBa UGPOBHIM MHOTOKAHAb-
HBIM CJIyXOBBIM allllapaToM cpeZHel MOIIHOCTU C
HM3rOTOBJIEHNEM MHAVBH/YaIbHOI'O YIIHOI'O BKJIabI-
Ia, 10 BO3MOXKHOCTH, M36erarh IepemnasioB JaBie-
HUsA, 3HAYUMBIX GU3NIECKUX HATPY30K.

3akjI4YeHne

PacimpeHHBIN BOAOIIPOBOZ ITpeBePUs, B OTIH-
Yle OT IPYTUX aHOMAaINH BHYTPEHHETO yXa, BeyIIHUX
K BPOXK/ZIEHHOU TYTOYXOCTH, MOKET /IO OTIpe/ieJIEHHO-
ro MOMEHTA HUKAK cebsI KIMHUYECKU He TIPOSBIIATD.
HeoueHuMyro IOMOIIb B JUArHOCTUKE CHUHApOMA
pacIIMpeHHOI'0 BOJOIIPOBOJA IIpeAJBEPUA CpeAUu
B3POCJIBIX TALIEHTOB C TyTOYXOCTBIO HECHOTO TeHe-
3a OKa3blBaeT TaKOW MeToZ Buayanusanuu, kak KT
BUCOYHBIX KOCTeN. B MpOTOKOJ omMcaHusa pe3yabTa-
ToB KT 11e/1eCc000pa3HO BKIIOYATh TOYHBIE Pa3MePhI
CTPYKTYpP BHYTPEHHErO yxa, YTO IO3BOJUT He IPO-
IIyCTUTh 3Ty aHOMAJMUIO Pa3BUTHA, CBOEBPEMEHHO
YCTaHOBUTH BEPHBIN JUArHO3 U cPOPMUPOBATH pas-
YMHBIY TUIaH [TOC/IeYIOIIero BeleHus MaluenTa, ero
JIeYeHUsI U peabIUTaIuH.
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