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Pacmupenue BogomnpoBoga npezazsepusa (PBII) —
camas yacrasd MajabdopMalusa BHYTpeHHero yxa [1].
JIByCTOpOHHee pacliupeHHe BcCTpedaeTrca B 2-6 pas
yaire, yeM oZiHocTopoHHee [1, 2]. COBOKYITHOCTD KJIU-
HUYECKUX IIPOABIEHUN, acCOLMUPOBAHHBIX C 3TOU
raTosioTuel, mosyymaa HasBaHUe CHHZApPOMAa pacHiu-
peHHOro BozonpoBozZa npexasepus (CPBII) (B au-
IIOA3BIYHOM JsinTeparype — large vestibular aqueduct
syndrome wmu enlarged vestibular aqueduct synd-
rome).

PBII Mo)keT GBITh M30JIMPOBAaHHOM aHOMAaTHEN pa3-
BUTHSA BHYTPEHHETO yXa WM BXOAUTh B COCTaB pasinyd-
HBIX CUH/JPOMOB. Bo3aMoxxHOCTD M3onupoBaHHOro PBII
Jl0Ka3bpIBaeTcss paboTaMu 110 U3y4eHHIo 3MOpHoreHesa
BHyTpeHHero yxa. Tak, G. M. Pyle [3] noka3sai, 4To B
mporjecce 3MOpUoOreHe3a poCT U pa3BUTHE BOZOIIPOBO-
Jia IpeBepusa NPOJOJDKAIOTCA B Te4eHHE BCero epro-
Jia 6epeMeHHOCTH, B TO BpeMsI KaK Pa3BUTHUE OCTATbHOMN
YacTy JJaOUpUHTA 3aKaHYMBAETCA BO BTOPOM IIEPHOZE
recTaluu.

Cpeay CHHADPOMHBIX NOPaXeHWH, KOMIIOHEHTOM
KOTOPHIX AByAeTcA PBII, cienyeT ynoMAHYTb CUHAPOM
Pendred, cocraBmatomuii 10% Bcex cirydyaeB CHHAPOM-
HoU HelipoceHcopHoU Tyroyxoctu (HCT) [4]. Jsi cuH-
apoma Pendred xapakTepHo coueTanue PBII ¢ syTupeo-
uzaHeIM 3060M 1 HCT. PBII gB/isgeTcs COCTaBHOM 4aCThIO
cuHApoMa MoHAVHY (TUNOIUIA3UA YAUTKUA U pacuipe-

CraTbs IIOCBAIII€EHA COBPEMEHHBIM CBEAEHUAM O KIIMHUKE, JUATHOCTHUKE U JIEUEHNHN CUHPOMaAa paClIupEH-
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HUe 3HAOMUMGATUIECKOro IMIPOTOKA U 3HAOIUMATH-
YecKoro Melka), cuHapoma MOHAMHU- AJieKcaHZep
[runoria3us ynuTku U (WiK) BeCTUOYIAPHOTO OTAeNa
JJabUpUHTA B COYETAaHUU C PaCIIMPEHUEM 3SH/OTUM-
darnueckoro nporoka] [5], cunapoma Jervell, Lange—
Nielsen, rae, HOMHMO TYTOyXOCTH, UMEIOTCA YAJIUHEHUE
nHTepBana QT, CKJIOHHOCTb K CMHKOIIAM M ITOBBILIEH-
HBIY PUCK BHe3aITHOM KapAuaabHOU cMepTH [6, 7].

B xyimHuke PBII nposBifAeTca CIyXOBBIMU U pexe
BECTUOYIAPHBIMU HapYIIEHUSIMU.

Kimanyeckne nposasneHua tyroyxoctu npu CPBII
Ype3BHIYANHO BapuabenbHbl. TyrOyXOCTh MOXET OBITH
HelpOCeHCOPHOMN WM CMEeLIaHHOM, CO 3HAaYUTeJbHBIM
KOHZYKTUBHBIM KOMIIOHEHTOM Ha HU3KHX YacToTax [8].
B 81-94% ciyuaeB HabmogaeTcs ABycTopoHHAA HCT,
JUarHoCTUpyeMas y)Ke MpU CKPUHWHTe HOBOPOXK/JEH-
HBIX, B 40% ciy4aeB — BbICOKOU cTeneHU. OHAKO Ha-
4ajio, CTelleHb, ayAUOMeTpHUYECKUEe XapaKTEPUCTHUKU U
CKOPOCTb IIPOr'PECCUPOBAHUS TYTOyXOCTHU I10BEPKEHEI
3HAYUTEIbHBIM BapuanuaM. CHIDKEHUE CIyXa MOXeT
OBITh CTAGWIBLHBIM, IPOTPECCUPYIOLTUM WU GIIIOKTYU-
PYIOILIUM, TIPUYEM YacTO CIYX MPU POXKAEHUU OBIBAET
HOpMaJIbHBIM, @ 3aTeM pa3BUBaeTCsA IPOrpeccupylonias
Wwin GIIOKTYUpPYIOIasi TYrOyXOCTh. BO3MOXXHO U BHe-
3alHoe pa3sBUTHUE TYI'OyXOCTH, CIIOHTAHHOE WU IIOCjIe
MUHUMAJIBbHOHN TPaBMBI TOJIOBHI, a TaKXKe mocie Gusn-
4eCKOU HarpysKH.
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BecTubysnsapHble CUMOTOMBI HaOMIOZAIOTCSI MeHee
YyeM B TPETH CJIy4aeB W BapPbUPYIOT OT TSKEJIOTO DIIH-
30/IMYECKOTO TOJIOBOKPYKEHUS /10 BPEMS OT BpPeMeHHU
BO3HUKAIOIIEH HeCcTabWIbHOCTH, HAapyIIeHUA KOOp-
JUHALWYM U paBHOBecusA. Psifi GOJBbHBIX TepUOAUYECKU
UCITBITHIBAIOT MEHbEPOIIOZ0OHbIE IIPUCTYIIBI TOJIOBO-
KpPY>KEHUsI, KOTOPBIE COYETAIOTCA C (QUIIOKTYUPYIOLIeH
TYTOYXOCTBIO [9-11], Win HaIOMUHAIOT IPUCTYIIBI JO-
6pOKavYeCcTBEHHOTO MTaPOKCU3MaIbHOTO MO3UIOHHOTO
TOJIOBOKpPYKeHus [12].

IMaTodusnonoruss KOHAYKTUBHOM TYTOYXOCTU TIPU
CPBII He coBceM TMOHATHA. II0 Bcell BEPOSITHOCTH,
KOHJIYKTUBHBIM KOMITOHEHT Pa3BUBAETCS B Pe3yJbTaTe
OTTOKA 3BYKOBOM SHEPIHH 4Yepe3 MOOWIBHOE «TPeThe
OKHO», KOTOPBIM CTAHOBUTCS PaCIIUPEHHBIN SHAOIUM-
dbaruueckuii mpotok [13, 14].

Jlpyruie BO3MOXHbIE MEXaHU3MBI TYTOYXOCTH — pa3-
PBIB MeMOpaH, MPUBOAAIINN K HapYIIEHUIO 3JEKTPO-
JINTHOTO TOMEOCTAa3a, WIN IaTOJOrM4ecKas TPaHCMUC-
cusi KojnebaHui I1epeOpOCIUHAIBHON JKUAKOCTU Ha
BHyTpeHHee yxo [15, 16]. A. J. Griffith et al. [17] BbI-
CKa3aJl MbICJIb, YTO TYTOYXOCTh MOXKET OBITh BBI3BAHA
HeJMarHOCTUPYEMBIMU AHOMAJUSIMU IE€PENOHYATOTO
JIaGUPUHTA, PaJHUOJOTUIECKUM MapKEPOM KOTOPBIX SIB-
nsetcs PBIT.

PasBuTHE BHe3aITHOM, nporpeccupyoieit HCT mo-
CJle MUHUMAaJIbHBIX TPAaBM T'OJIOBBI VI MHTEHCUBHBIX
bU3NYEeCKMX HArpy30K OIMMCAHO B JIUTEPATYPE U IOPO-
Ao psj runoTe3. COmacHo «Teopur pedroKca» MpH-
YUHOMN TYTOYXOCTH IIOC/IE TPABM T'OJIOBBI MOXKET OBITh
3abpOC TUITEPOCMOTUYECKOTO COZEPKUMOTO SHAOIUM-
dbaTtryecKkoro Melika B OOIIyH0 3HAOIUM)ATHUECKYIO
uupkyssanuio [18].

Hanuuue QIOKTyHUpyIOIel TYyroyxocTd U MpH-
CTYIIOB TOJIOBOKPYXEHUSA Y PsiZia OONBHBIX C TIOATBEPK-
AeHHbIM PBII mosBonwnu mpeznosararb, 4YTO OAHUM
U3 MEXaHU3MOB Pa3BUTHUA TYTOYXOCTH Y 3TOU T'PYIIIIHI
GOJIbHBIX MOXKET ObITh HAOMUMPATUUECKUI THAPOIIC.
XoTs TaKOe IPEIIOIOKEHUE ABISAETCS YMO3PUTETbHBIM
BBU/Iy OTCYTCTBHUS T'MCTOIATOJOTHYECKUX MCCIeZoBa-
Huii mpu CPBII [19], aTa runoTre3a He jullleHa IpaBa Ha
CYIIIECTBOBAHUE, €CJIU YIECTh UMEIONTNECS Pe3yIbTaThl
TUCTOIIATOJIOTUYECKOTO MCCIEOBAHUS dHAOMUMGATH-
YeCcKOro MeIllKa MpU AMCIUIa3uu MOHJWHM, TOIydYeH-
Hble R. Gussen [20]. R. Gussen Imoka3aJji, 4TO HOJIHM-
dbaTuyecKuii MeNUIoOK M 3HA0AUMG(ATUYECKUH MPOTOK
npu cuHApoMe MOHAWHU MpeACTaBISAIOT cO00M TOH-
KOCTEHHbIE KHUCTOITOA00HbIE 06pa30BaHuUs, JUIIEHHbBIE
TIepUCAKKY/ISIPHOM COCYyAUCTOU ceTU. B KOCTHOM TKaHU,
OKpy’Kalolllei T oOpa3oBaHusa, 0OHAPYKEHBI SPO3UH,
¢ OOJBIION A0l BEPOSTHOCTH OOYCJIIOBJIEHHBIE JJIU-
TEeJILHBIM JaBJIE€HHUEM.

T'uaponmyeckue M3MeHEHUA  HeOJIarompuUsITHO
BJUSIIOT Ha IOMEOCTa3 BOJIOCKOBBIX KJIETOK M3-3a Ha-
PYIIEHU 3JeKTPOJUTHOTO OajaHca BHYTPEHHETO yxa
U MEXaHWU3MOB MOHHOU IMOMITBI COCYAIUCTON ITOJIOCKU.
HapymeHnve ¢GyHKUMM 3HAOTUMGATUYECKOTO MeITKa
MOXKET TaK)Ke IIPUBECTU K HAKOIUIEHUIO TOKCHMYECKUX
MeTaboNUTOB B 3HAOMUMOE, YTO HAPYUIAET HOPMAaJb-
HBI UMMYHHBIM OTBET BHyTpeHHero yxa. Teopus ru-
ZIpolica Halula TMOATBEPXK/EHUE B HEZABHUX HCCIEZO-
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Banusax C. Bilgena et al. [19]. Ha ocHOBaHUM JaHHBIX
MY/JBTUYaCTOTHON THMIIAHOMETPUM aBTOPHI JOKa3alu
HaJnuue ayJuoJOoTMYecKuX IPU3HAKOB THUApoIca y
60bHBIX ¢ (IIOKTYMpYIOIE TYroyxocTbio Ha ¢GoHe
CPBII u npeAmnonoKuiy, 4To OZHUM X KOMIIOHEHTOB
raToreHe3a KOHAYKTHUBHOM TYTOyXOCTU TIPU JaHHOU
MaTOJIOTUM MOXET OBITh OTpaHUYEHUE TOJBIKHOCTH
OCHOBAHUA CTPEMEHU.

JlnarHo3 CPBII MoxxeT OBITH YCTAHOBJIEH YKe IIpU
CKpUHUHIOBOM  UCCI€JOBAHUM  HOBOPOXK/EHHBIX.
OfHaKo 3Ta MATOJIOTHS HEe BCErZa MOXET OBITh CBOe-
BPEMEHHO BbIABJICHA.

[Tpu HaMIUYUY CMEIIaHHOM TYTOYXOCTH Y B3POCIBIX
JIOJDKEH HAaCTOPOXUTh aHaMHe3 TYIOyXOCTH C JeTCTBa;
TakuM OOJBHBIM HeobxoanMo HazHadath CKT Bucod-
HBIX KocTel 1 mpousBoAuTh DKI' 7151 UCKITIOYEHUS CUH-
npoma Jervell, Lange—Nielsen.

[Ipu obcieZioBaHUK B3POCIOTO OOJBHOTO CO CMe-
IIAHHOM TYTOYXOCTBhIO CJIEAYET MPOBOAUTDL AnddepeH-
LUaJIbHYI0 JUarHocTuky Mexzay CPBII, oTockiepo3om,
JUTHCLIEHIIe KOCTHOUM CTEeHKU BEPXHEro IMONyKPYXK-
Horo KaHasa (cuHApoMOM MuHOpa).

JIByCTOpOHHAA CMelllaHHas TyroyxocTb npu CPBII
YacToO MMUTHPYeT KJIUHUKY OTOCKJIepo3a, TeM Ooiee
YTO Y 3TUX OOJIBHBIX OTCYTCTBYIOT CTalleUATbHbIE ped-
JIEKCBI, YTO XapaKTEpPHO U JJis oTockjaepos3a [21, 22].
B ciy4asx HempaBWIBHOT'O JUArHO3a, Korzaa OOJbHEBIE
[I0ZIBEPralOTCA Ollepallui Ha CTPEMEHHU, XUPYPT' PUCKY-
eT CTOJKHYTBCS C TaKUM OCJIOXKHEHMeM, Kak gusher-
CUH/IPOM, T. €., IOJIy9UTb IPOQY3HYIO TUKBOPEIO Yepe3
nepbopUPOBAHHOE WIH yIaIEHHOE OCHOBAHUE CTPeMe-
HU [23, 24] c nocneayomuM GopMUPOBAHUEM «MEPT-
BOTO yxa».

JluddepentiyaabHasn JMarHOCTUKA C JUTHCIIEHIIH-
ell KOCTHOU CTeHKU BepXHero IMOJyKPYKHOI'O KaHasa
IIPOBOZUTCSA HA OCHOBE MCC/IE€OBAHUA CTalleiualIbHbIX
pedIieKcoB, KOTOphIe TIPU CUHApPOMe MUHOpa coxpaHe-
HEI [25].

bonbmoe 3HaueHue B auarHocTtuke CPBII mmeer
npumeHenne CKT c¢ BbicokuMm paspemeHueMm. PBIT —
Haubosiee yacTo OOHapyKUBaeMasi aHOMAaJIUS TIPU TO-
MorpaduiecKOM HCCIEJOBAaHUU BHUCOYHBIX KOCTEH Yy
6ompHBIXx HCT [26]. B HacTosIlee BpeMs HET YHUBED-
CaJIbHBIX KpUTEPUEB, NMO3BOJIAIOLINX JUarHOCTUPOBATh
pacipeHue BogonpoBoja npeagsepus (BII) [8], Ho
3aI003pUTh 3Ty MATOJIOTUI0 MOKHO, ecau BII mupe,
4yeM 3aJHUH NOIyKpyKHBIH KaHai [27]. K. Dewan et al.
[28] nmpeanoxuiu B kadyecTBe AUAarHOCTUYECKOT'O KpHU-
Tepus cuutaTh BII pacmipeHHBIM IIpU ero mupuHe 0,9
MM B cepezivHe U 1,9 MM B 06J1aCTU KOHIIEBBIX allePTYP.
Jpyrue aBrophl [3, 15] cuurtatoT BII pacmmpeHHBIM,
ec/Iv ero IMMpUHA cocTasisgeT 1,5 MM U 6oee 1O ce-
peAuHe MEXAY ABYMs €ro KOHI[aMU Wik 2 MM U 6osee
B CaMOM IIMPOKOM MecCTe JHOO B 06JAaCTH HapyKHOM
anepTypHl.

Bompoc o neyennu CPBII ocTaeTcs OTKPBITBIM.
[TpeanprHMMaeMble MOMBITKU XUPYPIUYECKOTO Jiede-
Hue PBII myTeM OKKJIIO3WU, IIYHTUPOBAHUA WIU [IeKOM-
TIPECCUU SHIOMMMGATUYECKOTO MEIIKa UMeTU HeY0B-
JleTBOpUTesbHbIE pe3ysabTaTel oT 50 10 100% ciyyaes B
BUJIle IOC/Ie0NIepallMOHHOrO yXyAlleHus ciayxa [29, 30],



% 0630pBI

YTO IIPUBEJIO K OTKa3y OT 3TUX METOJOB. TeM He MeHee BonbHabM ¢ CPBII pekomeHzayeTcs n3berath TpaBM
UMEIOTCS COOBIIeHNsT 00 YCIIENIHBIX Pe3y/IbTaTaX KOX- TOJIOBHI, a TAKXKe CUTyallui, CBI3aHHBIX C U3MEHEHUEM
JleapHOW MMIUIAHTAI[UU y ZeTel IpU U30JIUPOBAHHOM  JaBjieHUs (IOJIETH, JalBUHT), XOTS MEXaHU3M HabJIIo-
CPBII [31]. JaeMOro yXyZAlleHus cllyXa B 9TUX CUTyallUAX He SCEeH.
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