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HAYYHBIN OB30P

KAACCUPUKALLUS AHOMAAUN BHYTPEHHETO YXA

Aamxec H.A. 12, Ana® X.M.12, Kopeskos B.C.!, KoHapaTimkos A.C.1,
MNawmHmHa O.ALT, KopobkmH A.C.1, KyaH KO.C.1, NMaHmnHa O.C.1, Mmxaaesmy ALE.T,
tOcmdoos KA., LLUamLLyTAMHOB T.M.1

€eAb HCCAemOBaHHsI. KarkAbpIl NATBHIH cAydail BPOXKAEHHOHM CEHCOHEBPAABHOMN TY-
TOYXOCTH SBASIETCS CAEICTBHEM aHOMAAWH Pa3BUTHdA KOCTHOTO AAOHUpPHUHTA BHYT-
peHHero yxa. OTta rpymnmna Masbgopmanuii, BelgBAgeMas IIPEUMYIIeCTBEHHO C II0-
mompio KT u MPT mccaenoBaHul, IpeacTaBAseT TPYyAHOCTH, KaK B AUATHOCTHKE,
TaK U B BBIOOpE aAeKBATHOI'O METOMA ACYEHHS JIAS JOCTHUIKEHHUS AYYIIUX PE3YABTATOB CAYXO-
pedeBoil peabuanTanuy. B TeuyeHHe MOCAEIHUX HECKOABKHX A€T B MHUPOBOH ITPaAKTUKE OTOXU-
PYPTHH HaAKOIIA€HO 3HAYHUTEABHOE KOAHMYECTBO KAMHHUYECKUX CAy4YaeB, TPeOYIOIIMX Moaudu-
Kallul XUPYPTHYECKOH TaKTHUKH B 3aBHCUMOCTH OT 0COOeHHOCTeHl aHATOMUYECKOI'0 CTPOEHUS
VAUTKH U IIpeanaBepus. OTO NPUBEAO K HEOOXOAHMMOCTH CO3aHUS YHU(DHUIIMPOBAHHON KAaC-
cudUKauy IIOPOKOB Pa3sBUTHA BHYTPEHHEro yxa U pa3paboTke Oosee MeTaABHOTO XHPYPTHU-
YeCKOro NMoaAxoaa IpH KaxKA0OM THIIE JaHHOM HO30AOTHUH.
B craTee mpencraBaeH 0030p AUTEpPATYPBI IO KAACCU(UKAIIMY aHOMAaAWUH pa3BUTHS
KOCTHOT'O AaOHUpPHUHTA U 0COOEHHOCTEeH KOXA€apHOH HUMIIAQHTALIUH Y TAKHUX ITAallHeHTOB, B TOM
4YHCA€ U HA OCHOBAHHWHU COOCTBEHHOTIO OITBITA.
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urpose. Every fifth case of congenital sensorineural hearing loss is a consequence

of an abnormality in the development of the bone labyrinth of inner ear. This group

of malformations detected mainly by CT and MRI studies presents difficulties both
in diagnosis and in choosing appropriate method of treatment to achieve better auditory re-
sults. Over the past few years a significant number of clinical cases all over the world have
been accumulated, requiring modification of surgical approach depending on the features of
the anatomical structure of the bony cochlea and the vestibule. This resulting in the need to
creation of the universally accepted classification of anomalies of the development of the
bony labyrinth and a more detailed approach to each type of given nosology. In article pre-
sented review of the existing literature of malformations of the inner ear and features of
cochlear implantation in these patients including on the basis of own experience.
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O JAaHHBIM AYYEBBIX METOOB HCCAEIO-

BaHUH aHOMaAWH BHYTPEHHEIO yxa

(ABY) cocraBagioT npumepHo 20% cay-

4yaeB BPOXKAEHHOH IloTepu cayxa [1, 2].

TpyaHOCTH B BeAeHUH GOABHBIX C IIOPO-
KaMM Pa3sBUTHI BHYTPEHHETO yXa IIPU KOXAeapHOH
umniaauTaiuu  (KM) o6ycAoBA€HBI: AHMKBOpee
(«gusher»-cuHApPOM) B PUCKOM Pa3BUTHUS MEHWUHTH-
Ta; aHOMAaAHUSIMH PaCIIOAOKEHUS AWIIEBOIO HEPBA;
IIPUHATHEM peIleHUs O BbIOOpE METOAUKH HM-
IIAQHTAIIMHU — KOXAeapHasd HAW CTBOAOMO3IoBad, a
TaKXKe HMIIAAHTHPYEMOTO 3A€KTPOLa; CpPOKaMU
IIpoBeeHUs oIlepanuu. Boablnas 9acTb cAydaeB
BpOXIEeHHOU toTepu cayxa (mo 80%) - wmeMm-
OpaHO3HBIE (CBA3aHHBIE C IIEPEIIOHYATHIM AabOH-
puHTOM) MaabgopMalllH, KOTOpble yCcTaHaBAWBA-
I0TCH IIPU MOP(OAOTHYECKOM HCCAEIOBAHUHU U HeE
BBIIBASIOTCSI AY4YE€BBIMH METONaMU AUATHOCTHUKH.
[Ipu 5TOH IATOAOTHH B IIPOIIECC BOBAEKAIOTCS BO-
AOCKOBBIe KAeTKH opraHa Koprtu. OcraBmuecg
20% maabdopmanuil BKAIOYAIOT B cebd TaTOAOTHIO
KOCTHOT'0 AabupuHTa, BhIgBAdeMyto nipu KT u MPT.

Ha mam B3ragzn, odeHb BasKHO HMETH OOlIle-
OPUHATYIO KAAaCCHU(PUKAIIHNIO aHOMaAW# BHYTpPEH-
HEro yxa, TakK KakK 0oAbIlloe pa3HooOpa3sue II0po-
KOB DPa3BUTHA 3aTpyOdHSET AHUArHOCTHUKY U Bee-
HHE ITaIlMeHTOB C JAaHHOM IlaToAorved. YHUDHUIIH-
poBaHHasa KaaccupUKanus MasbgopMmanuil BHYT-
PEHHEro yxa II03BOAHT OIIEHHUTH PE3yAbTaThl pas-
AWYHBIX HCCAENOBATEABCKHUX I'PYIII II0 BCEMY MH-
py. Cypmoaoru, oTOXHPYPrH, Bpadl Ay4eBOH aua-
THOCTHKH [OAXKHBI OBITH 3HAKOMBI C JaHHOU Kaac-
cudukanuei, B IIPOTUBHOM CAydae IIOHATH U
CpaBHUTEL pe3yabTaThl Iocae KM B KOHKpeTHOH
TpyIIle ITAallUeHTOB OydeT IIPaKTHYeCKH HeBO3-
MOKHO.

B oTedecTBeHHOI AuTeEpaType HaM YIAAOCh
BBIIBUTH €QUHCTBEHHOE yIIOMHHaHHe, Kacarollee-
ca kaaccudpukanuii ABY [3]. Ho B Hacroamuii Mo-
MEHT OITMCAHHBIE KAACCHU(UKAIIUN VCTapeAu U
IIPaKTUYEeCKH He HCIIOAB3YIOTCS B MHUPOBOU IIpak-
THKE.

MsI mpenmaaraeM HCIIOAB30BaTh KaacCHU(UKA-
U0 aHOMAaAHH BHYTPEHHErO yxXa, pa3paboTaHHYIO
L. Sennaroglu, M. Baji (B cokpameHHOM BuIe U
HECKOABKO nopaboraHHyio HamHu) [4]. B aTol Kaac-
cuuKanuy AaOUPUHTHBIE AHOMAaAWH, CXOXKHE B
CTPOEHHUH, TPYIIIHUPYIOTCSI B OTIAEABHBIE BHIBI.
AsHOMaAWM B KaxKOOH W3 TPYHI XapaKTepU3YIOTCs
CXOXKHUMH KAWHHUKO-TUATHOCTHYECKUMH IIpHU3HA-
KaMH U IOAXONAT [OAS aHAAOTMYHBIX BapHaHTOB
A€YEeHUd.
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L. Sennaroglu u M. Baji BeigeagroT 8 rpyrim
KocTHBIX ABY w© Kaaccuukanmuio aHOMaAUU
KOXA€apHOI'0 HEpBa, a TaK:Ke BapHaHTbl UX Aede-
HUs/ yCTPaHEHU.

HopmaabHas yAHTKA.

Yautka mmeer 2% uau 2% obopora (puc. 1
a). Cpes, IPOXOAANIIHH Yepe3 CepearHy MOIMOAIO-
ca, aBAgeTcd Hauboaee IIEHHBIM JAS OIIEHKH BHYT-
peHHe#l apXUTEKTyphl U audepeHIuanul HOpP-
MaABHOHM YAUTKH U €€ HEIIOAHBIX aHOMaAul pasBH-
THS.

MeskaeCcTHUYHBIE IIEPETOPONKH IIPEACTaBAS-
IOT TOHKHE KOCTHBIE 00pa3oBaHUA MEXKIy BHYT-
peHHeH CTEeHKOH YVAHUTKH U €€ KOCTHBIM CTEepPIKHEM,
KOTOpPBbIE Pa3[eAdIoOT HOPMAaABHYIO YAUTKY Ha 2%
uau 2% obopoTa, IIpU ITOM oOpasdysa 6azasbHBIH,
CPeIHUM U allMKaABHBIM 3aBHTKHU. AIlepTypa yAUT-
Ku (AY) mpencraBaseT cobo#l IIEHTPAABHBIH KOCT-
HBIM IIPOXOZ B OCHOBaHHH MOJHOAIOCA, B KOTOPOM
IpoxoouT n. cochlearis ¥ KPOBEHOCHBIE COCYbI.

Caemyronmuii cpe3 IIPOXOOUT HUepe3 00AacCThb
HUIIIKM OKHA YAUTKHU (puc. 1 6).

Ha asTom cpese omnpeneasiorcss 06a3asbHBIH,
CPeAHUN U allMKaAbHBIH 3aBUTKH YAUTKH.

BaszaApHBIM 3aBHUTOK Ha 3TOM Cpe3e BHIEH
Ha BCEM IIPOTIKEHHU. BaskHO Tak:ke BH3yaAHU3H-
poBaTh MEKAECTHHYHYIO II€PETOPONKY MEXKIY
CPEeIHUM H alHKaAbHBIM 3aBHUTKaMH. OTOT cpes3
UMeeT pellampliee 3Ha4YeHHe Oad AuddepeHIua-
muu IV Tuna kKoxaeapHoi runomnaasuu ot Il Tuma.
Ha MPT T2-BU Bu3yaau3upylOTCS 3aIllOAHEHHBIE
KHUJIKOCTBIO OTCEKH YAUTKH (scala tympani u scala
vestibuli), Mmoguoaroc u n. cochlearis (puc. 1 B).

AHOMAaAHH BHYTPEHHErO yxa.

I. TIloAnas amaa3usi AabupuuTa (ZE-
dopmanusa Michel).

[Toanasa amnasusa aabupunrta (ITAA) — aTo oT-
CYTCTBHE VAHUTKH, IIPEeAABEPHS, IIOAYKPYKHBIX Ka-
HaroB ([IKK), BomonmpoBOIOB IpenaBeEpPUs U YAUT-
KU (puc. 2). Bo3aMoxHa rumornsasusg KaMEHHCTOU
4acTH BHCOYHOH KOCTH, IIPH OTOM CAyXOBas Kall-
cyAa MOXKeT OBITH HeIOopa3BHUTA HAW IIOAHOCTBIO
OTCYyTCTBOBaTb [5]. Y OOABIIMHCTBa IIAIIHEHTOB
BHyTpeHHUU cayxoBo#t mnpoxon (BCII) cocrour
TOABKO U3 KaHaAa AWIIEBOro HepBa. bapabaHHbId 1
MaCTOUAABHBIH CEerMEeHTBI AMIIEBOTO HepBa MOXK-
HO HIAEHTU(HUIIEPOBATE B BHUCOYHOH Koctu. Ho y
4aCTH ITAIlHEeHTOB HEBO3MOXKHO O0HAPYKUTH KaHaA
AVIIIEBOTO HEpBa, HECMOTpPsS Ha HOpPMaAbHBIE
PYHKIIMH WHHEPBUPYEMOU UM MyCKyAaTypbl. Cay-
XOBBIE KOCTOYKH OOBIYHO Pa3BHUTHI HOPMAaABHO.
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[loanas amaasud mOoapasfessdeTcd Ha TPH
HOArPYIIIbI:

I. a. TIAA c runomaasued MAM anasasuied Ka-
MEHHUCTOMN YaCTH BUCOYHOM KOCTH.

I. 6. TIAA Ge3 CAyXOBO# KamCyAbl (KOCTHOM
KalICyAbI YAUTKH).

B aTolf moarpymme KaMeHHCTas 4YacTbh BH-
COYHOM KOCTH cpopMHpPOBaHa HOPMaAbHO, HO €CTh
THUIIONIAQ3US HAHM allAa3Hs CAYXOBOM KalICyABI.

I. B. ITAA co cAyxoBOM KaIlCyAOH.

B oTo#f moarpymre AaGMPUHTHBIA CETMEHT
AWIIEBOI'O KaHaAa HaXOAUTCS B HOPMaABHOM IIOAO-
KeHud. TakuMm o6pazoM, Haaudue CcPOPMUPOBAH-
HOH CAYXOBOH KAaIICyAbl MMEET Ba*KHOE 3HAYEHUE
[AS HOPMaABHOTO (DOPMHPOBAHUS KaHaAa AHIIEBO-
ro HepBa.

Aynuonaorudeckast KapTHHA.

B xozme oOBEKTHBHOTO HCCAENOBAHUS CAyXa
HalveHTbl AM00 He [JAal0oT OTBETOB Ha aKyCTH4e-
CKYIO CTHMYASIIHIO, AMOO BBIIBASIOTCS IIPU3HAKH
CEHCOHEBPAABHOM TyroyxocTu IV creneHu Ha HHU3-
KHX dYacToTaxX, YTO HeoOXOAMMO BOCIIPHHHMATH
KaK BHOPOTAKTHUABHYIO CTUMYASIIHIO.

TakTuka BeIeHUd.

I[Tpu mnBycTopoHHeM IIAA KoxaeapHas HM-
naaHTanusa HeBo3MoxkHa. CayxoBasg CTBOAOMO3TO-
Bag umnaaHtanus (CCHU) — egWHCTBEHHBIH BO3-
MOXKHBIM XUPYPTUUYECKUH BapHaHT peabuAMTAIINN
Yy JAHHBIX IIAIlEHTOB.

II. PynuMeHTapHBIH CAYXOBOH my-

3BIpPEK.

JlaHHag maToAOTHS IIpeACcTaBA€HA HEIIOAHBIM
pa3BUTHEM KOCTHOH KaIlcyabl aabupuHTa. [lo man-
HBIM Ay4YeBOH AMAarHOCTHUKH HMeEETCS Kpyraasd HAU
OBaABHOH (POPMBI MaAseHBKasl IIOAOCTb, OOBEAMHSI-
olad YAUTKY U IIpe[fBepHue; BHYTPEHHHUH CAyXO-
Boit mpoxon (BCII) orcyTcTByeT, MOAYKPYZKHBIE
KaHaAbl — AepopMUpPOBaHbI (puc. 3). OTa maToao-
THg 3aHHMAaeT IIPOMEKYTOUHOE ITOAOKEHHE MEXKIY
amaasueit Michel u MmaabopmaruamMu BHyTpPEHHeE-
ro yxa, COIIPOBOXKIAIOIIMMHCH pa3BUTHEM oOIeH
IIOAOCTH.

Aynmoaorudeckass KapTHHA.

[Tomo6bHo ITAA, ayauOAOTHYECKOrOo OTBEeTa
AUbO0 HeT BOoOOIIEe, AMO0 PETUCTPUPYETCHa TAyOOKast
roTeps cAyxXa Ha HHU3KHUX 4acToTax, KoTopas sIBAS-
eTCs ITPU3HAKOM BHOPOTAKTHUABHOH CTHUMYASIIIHU.

TakTHUKa BEeIEHU.

OtrcyTcTBHE CBU3H MEXKAY CAYXOBBIM IIy-
3BIPBKOM U CTBOAOM MO3Ta SIBASETCS IIPOTHBOIIO-
kazaHueM nasg KM. PyauMeHTapHBIN CAYXOBOH ITy-
3pIpeK — nokazanue gag CCHU.

III. Anaaszusa yauTKH (AY).

[Ipu Ay4YeBOM [OUATHOCTHKE OTCYTCTBYET
VAWUTKA, AaOWPUHTHBIA CErMEHT AWIIEBOIO HepBa
CMeIIleH KIlepenyu U 3aHHMaeT IIOAOKEHHE, B KOTO-
PoM OOBIYHO pacrioaozkeHa yauTka. [IpennBepue u
nmoAaykpyzkHble KaHaabl ([IKK) mmeroT HOpMasbHOe
aHaATOMHUYECKOE paclloAOKeHHe. BrlmeadioT nBe
HOATrPYIIIEl alAa3Uuyd YAUTKH B 3aBHCHMOCTH OT
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Pa3BUTHS BECTHOYAIPHOMN CHCTEMBI:

III. a. AY c HOpMaAbHOM aHaTOMHEH IIpem-
nBepuda u [IKK (puc. 4 a).

AY c HOpMaAbHOM aHATOMHEH IIpeAnBepUd U
[IKK o6pI4HO cuUMMeTpuUdHa Ha oba yxa. [Tomo0-
HBIM BHI allA@3uU [peArioaaraeT mof coboif reHe-
THYECKYIO OTHOAOTHIO.

III. 6. AY c guaaraiueil NpeaaBepUs: pac-
mupenne npegaBepus u [TIKK (puc. 4 0).

[Tpu moaHOM AY C pacmimpeHHEM IpenaBe-
pHd MOXKET BCTpedaThbCd aCHMMETPHUYHO, C IIopa-
KEHHEM OJIHOI'O yXa, II03TOMY ITOT BHJ IIaTOAOTHH
MOXKeT OBITH O0YyCAOBAEH KaK I'€HETHYEeCKHMH, TaK
U 3KOAOTHMYECKHMHU (pakTopaMHu. PasBurme cayxo-
BOM KaIICyABI BCETja HOPMaAbHOE.

Aynumoaornyeckas KapTHHA.

Y 5THX NallMeHTOB OTCYTCTBYET CAyXOBOC-
OpUATHE, II03TOMY €IHWHCTBEHHAs CTUMYAdIINd
MOXKET OBITH BUOPOTAKTHUABHOM!.

TakTuka BegeHUd.

[TockoABKYy BHyYTpeHHee yxo Hepa3Buto, CCU
ABASETCSH €QUHCTBEHHBIM BO3MOXKHBIM XUPYPTHUE-
CKUM BapUAHTOM A CAYXOBOHM peabHAUTAIINU Y
neTei ¢ amaasued yAUTKHA [0].

IV. AHOoMaAHA pa3BHTHA BHYTpPEHHe-

ro yxa ¢ ¢opMmupoBaHHEM OOIIeiH MOAO-
cTu (OII).

[To maHHBIM Ay4YeBOl MOUATHOCTUKU 0O0IIas
oaocTs (OIl) — ofMHOYHOE OBAABHOU AW OKPYTAOH
dopMBI 06pazoBaHue, IIPEACTABAIIOIIEe Hepasme-
AEHHYIO VAUTKYy U Ipennsepue (puc. 5). Iloay-
KpPy3KHble KaHaAbl MOTYT OBITH IIOAHOCTBIO pPa3BH-
TbI UAU B Buze pyauMmeHToB, BCII coxpaneH u co-
eIVHsSeTCd C 00OIIeH ITOAOCTBIO 10 LIEHTPY.

OOGIIyI0 TTOAOCTH HeoOxXomuMo audPepeHIIH-
poBaTh OT alAa3uM YAUTKHU C PACIIMpPEHUEM IIpe/-
OBepHsd, IIPU KOTOPOM pacHIupeHHOe IIpeaaBepre
u noaykpykHble KaHaabl ([IKK) Haxomarcs B 3aa-
HeAaTepaAbHOH YacTH [Ha BHYTPEHHETO CAYXOBOI'O
npoxoga (BCII), uro gBasgeTcd UX OOBIYHBIM Me-
CTOM pacIlOAOKeHHs. BHemHasa gopMa HaoMH-
HaeT OObIYHBIN aabupuHT, [IKK mpm 3toM MoryT
OBITH YBEAMYEHBI MAM HOpMaabHBI. C mpyro#f cro-
poubl, OIl mpencraBageT coOOH OBaABHYIO HAHU
OKPYTAYIO II0 (pOopMe CTPYKTYPY, KOTOPYIO COIIPO-
BOXKIAIOT IIOAYKPY?KHBI€ KaHaAbl MAU UX PYAHNMEH-
TapHble dYacTU. PacrmoaozkeHme oOmIel II0AOCTH
MO3KeT ObITH CIlepeay, HO OOBIYHO C3aU II0 OTHO-
IMIEHUI0 K HOPMAABHOMY MECTOIIOAOKEHHIO Aabu-
puHTa. OYeHb BaKHO OU(POEPEHIIUPOBATH ITHU
IIOPOKH pPa3BUTHS APyl OT Apyra, I[IOTOMY YTO
KoxaeapHaa uMmnaaHTanudg (KW) npu anomasum c
dopmMupoBaHUEM OOIIEH TOAOCTH MOZKET IIPUBECTH
K aKyCTHYeCKOH CTHUMYALIIMH, TOrJa KakK IIpH
arAa3uu YAUTKHU C auasatranued npenasepud KU ue
IpuBeneT K YAYYIIEHHIO CAYXOBOM (yHKImHU. He-
CMOTpPsl Ha 3TO, MHOrZa ObIBaeT TPYAHO IIPOBECTH
pasAndne MeXAy AByMsS 3THMHU IIOPOKaMU pPas3BHU-
THS.

TepMHHOAOTHYECKH KOPPEKTHO HA3BIBATD
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Puc. 1 a (Fig. 1 a) Puc. 1 6 (Fig. 1 B) Puc. 1 B (Fig. 1 ¢)

Puc. 1. MCKT.

a - Cpe3s uepe3 cepearHy KOCTHOTO CTEPKHS, AeMOHCTPHUPYIOLUINE KOCTHEIM crepzxkeHb (KC) u aneprypy yautku (AY —
KOCTHBIHM KaHaA AT KOXA€APHOTO HEPBa), YKA3aHO CTPEAKAMH.

6 - Cpes, mpoxoAdIuil Yyepe3 HUIILY KPYTAOTO OKHA, IIOKAa3bIBAIOIINE 0a3aabHbIM (B), cpeanuii (C) U amuKaAbHBIH (A)
3aBUTKH VAUTKH (YKa3aHO CTPEAKAMH).

B - AKCHaAbHas IIAOCKOCTD, T2-B3BellIeHHbIe N300paskeHNd. YAUTKOBBIN HepB (YH), aecTHHIIA IpeaaBepHsd, AECTHHIIA
yautkH, npeansepue (I1) (ykazaHo cTpesKamu).

Fig. 1. MSCT.

a - A slice through the middle of the bone rod showing the bone rod and the aperture of the cochlea (bone channel
for the cochlear nerve) is indicated by arrows.

B - The slice passing through a niche of a round window showing basal (B), middle (C) and apical (A) curls of a snail
is indicated by arrows.

c - Axial plane, T2-weighted image: the cochlear nerve, the ladder of the vestibule, the ladder of the cochlea, vesti-
bule (P) (indicated by arrows).

Puc. 2. MCKT.

[ToaHasg amaa3us AaOUPHUHTA: OTCYTCTBHE YAUTKH, IIPEm-
OBEpUs, IOAYKPYKHBIX KaHaAOB, BOIOIIPOBOAOB IIPE-
aBepusd U YAUTKH. OOGBIYHO CAYXOBBIE KOCTOYKH COXPaH-
HbI (M — MoaoTOUEK, H — HakOBaABHSI), YKa3aHO CTpeAKa-
MH.

Fig. 2. MSCT.

Complete aplasia of the labyrinth: the absence of the
cochlea, vestibule, semicircular canals, aqueducts of the
vestibule and cochlea. Normal auditory ossicles (M -
Malleus, anvil), indicated by arrows.

Puc. 3. MCKT.

PynumenTapHbii cayxoBoi#t my3eipek (PCII); HemoaHas
CAyxOBas KallCyAd, BHYTPEHHHUH CAYXOBOM IIPOXOJ OTCYT-
CTBYeT (YyKa3aHO CTPEAKOH).

Fig. 3. MSCT.

Rudimentary auditory vesicle; part of the auditory cap-
sule, internal auditory canal is missing (indicated by
arrow).

Puc. 3 (Fig. 3)
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HEPB, BXOAALINH B OOIIYIO ITOAOCTH, OOIITUM BECTH-
OyAOKOXA€aPHBIM HEPBOM. TeopeTudecKu BeCTHUOY-
AOKOXA€apHBIM HEPB COAEPKUT KOXA€apHBIE U Be-
CcTUOyASIpHBIE HEPBHBIE BOAOKHA, OJHAKO IIPH CY-
LIECTBYIOIINX BH3YaAHU3UPYIOIIUX MeETOHAaxX HCCAe-
JOBaHUP HEBO3MOXKHO OIIPENEAUTH IIPOLEHTHOE
comepKaHUe KOXAEapHBIX BOAOKOH B 0OOIIeM He-
pBe. AyIHOAOTHYECKOE TECTHUPOBAHHE MOXKET IaTh
KOCBEHHYIO OII€HKY KOXA€apHBIX BOAOKOH B COCTa-
Be n. vestibulocochlearis. Ecau ecTh ITIOAOKHUTEAD-
HbIe OTBETBHI Ha IIOBEAEHYECKHUH ayauoMeTpHde-
CKHH TeCT MAMU 3a4aTKH PeYH IIPU HCIIOAB30BaHHH
CAYXOBOI'O alrapara, MOXKHO IIPEIIIOAOKUTH, UTO
CYLIECTBYeT [O0CTaTO4YHas IIOIyAdIIHd BOAOKOH
KOXA€apHOTO HepBa, M ITAIIMEHTY MOXKeT OBbIThH I10-
KasaHa KoxAeapHas uMmaaHTanug. Ecau BecTuby-
AOKOXA€aPHBIM HEPB HEAB3S OTCAEAUTDH C IIOMOIIBIO
MPT wuau BCII y3ruii U JAWHHBIHA, a 3HAYUT HAAU-
4He BOAOKOH VAUTKOBOT'O HepBa COMHUTEABHO, 60-
Aee TIOAXONSIIMM BapHaHTOM A€YEHHT MOKET
O0b1TE CCH. TIOCKOABKY pPE3yABTATBHI CAYXOpedeBOM
peabuAMTAIINH IIOCAE OIEpPAIlMM HEAB3d TOYHO
npenyragate mo KU, pekoMmeHayeTcs IIpenylpe-
XKOAaTh CEMBIO ITallMeHTa, YTO B CAydae HeyIOoBAe-
TBOPHUTEABHBIX PE3yABTATOB peabuamraliyiedl rmocae
npoBeneHoit K1 Ha omHOM yxe MoxkeT moTpebo-
BaThCs KOoHTpasaTepasbHaga CCU [7].

Aynmoaorudeckass KapTUHA.

[Tpu 0OBEKTHBHOM ayqHOAOTHYECKOM HCCAE-
JOBaHUHU BBIIBASETCS CEHCOHEBpaAsbHas TYro-
yxocTb 1V crenenHu.

TakTuka BeIeHUd.

* [IAg KOXA€apHOH HMIIAAQHTAIIUM XUPYPILHU-
YEeCKHUH IIOAXOZ OCYLIECTBASETCS depe3 TpaHcMa-
CTOHUAABHYIO AQOUPHHTOTOMHIO, KaK OIIHCAHO
McElveen c mpsambIiM (a He OOXBaTBIBAIOIIIMM MO-
OHUOAIOC) aaekTpomoM [8]. PacmoaozkeHue saek-
TPOOHOU peIlleTKH Ha Iepudepun obIeil IOAOCTH
[AacCT AY4YIIHM KOHTaKT ¢ HelMpoHamu. IIpenBapu-
TEABHO M30THYTBIH 2A€KTPOZ HMeeT MeIHaAbHO
PaCIIOAOKEHHBIE KOHTAKTBI, II03TOMY HE CMOKET
9(pPEKTUBHO CTHUMYAHUPOBATH NepUEepPUIeCKIe
qacTu obmied moaoctu. CyIlecTByeT pas3HHIIA B
pa3Mepax oOIleH IIOAOCTH y Pa3HbIX ITaIlMEHTOB,
II03TOMY IIPABHABHYIO [OAWHY SAEKTPOIA CAELYET
OLIEHHUBATB 10 OIlePallUH.

e Beltrame wu ap. omumcasu CHEIMAABHBIN
SAEKTPOJ JAS aHOMAaAWH Pa3BUTHS II0 THUILY oOIIeH
noaoctu (OIN) [9]. OTOT 2AEKTPOL MMEET HEaKTUB-
HBIFI HaAKOHEYHHK, KOTOPBIH 3axXBaTbIBAETCH
KPIOYKOM dYepe3 JOIIOAHUTEAbHOe OoTBepcTHe. [IBe
AAOHUPHUHTOCTOMEBI CO3JAIOTCS B 00AACTH AaTepasb-
HOTO IIOAYKPYKHOTO KaHaaa Ha paccrosHuu 3-4
MM APYyT OT Apyra. DAeKTpPoAHAas pelleTka 3aKaH-
yuBaeTcs HeOOABIIMM IIAPUKOM, KOTOPBIH HeoO-
XOOUM [AS ee 3axBaTa. JTa HeaKTHBHasd 4YacTbhb
HMIIAQHTATa BBOAUTCH depe3 BepxHee AaOUpPHHTO-
TOMHYECKOE OTBEPCTHE [0 TeX IIOp, IIOKa OHAa He
OymeT BHOHA M HE CMOXKeT OBITH 3allellaeHa C II0-
moipio 0,5 MM KprodkKa depe3 HHUKHIOI AaOHUpHH-
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TOCTOMYy. 3aTeM, yAepKHUBas IIapOBHIHOE OKOH-
4aHUue, 9ACKTPOAHYIO PEHIETKY BBOIAAT IIOAHOCTBIO
B OOIIYIO0 IIOAOCTH M YCTAHABAWBAIOT BIOAL BHYT-
PEHHEN CTEHKHU IIOAOCTH.

* B cayuae HeyZOBAETBOPUTEABHOH cAyxope-
4yeBoM peabuaurainmu mocae KM, MoxkeT OBITH BBI-
noaHeHa CCH Ha KOHTpasaTepasbHOM CTOPOHE.

e Ecau n. vestibulocochlearis orcyrcrByeT
uau orcyrcrByeT BCII, To efMHCTBEHHBIM BapHaH-
TOM aAedeHUs gaBagerca CCU.

V. F'unmomnaas3usi yAHTKH.

[Ipr p[aHHOM [ATOAOTHMH HMeeTcs dYeTKasd
nuddepeHIIag YAUTKY U IIPeIIBepHus. YAUTKA
BO BCEX CAy4Yadx YMeEHbIIIEHa B pa3Mepax, YMEHb-
IIEHO U KOAWYECTBO €€ 3aBHTKOB, IIOMHMO 3TOTO,
HMEIOT MEeCTO nePeKThl €€ BHyTPEHHET0 CTPOEHHU.
KoxaeapHas rumnonaasud HoapasaeAdeTcs Ha:

V.a. T'unonnaasusa yantku [ Tumna ([Y-I).

YauTka wuMeeT BHA OyToHA, BHyTpeHHee
CTPOEHHE €€ Pe3KO H3MEHEHO: MOJAMOAIOC U MeXK-
AECTHHYHBIE I1€PETropoaKy He AuddepeHIINPYIOTCI
(puc. 6 a).

[Tpu KT-uccaegoBaHUM yAUTKA YMEHBIIIEHA B
pa3Mepax, HO IIPU 3TOM COXpPaHEHbI ee HOPMaAb-
Hble BHEIIHHE KOHTYPBI; MOJHOAIOC U MEKAECT-
HUYHbIE II€PETOPOAKU AedeKTHBI (puc. 6 6). [Ipu
IIOAHOM OTCYTCTBHUH KOCTHOTI'O CTEpPIKHS obpasyert-
cd IINPOKad CBS3b C BHYTPEHHHUM CAYXOBBIM IIPO-
XOZIOM, YTO CO3IaeT YCAOBHS A AUKBOPEH H He-
IIpaBHABHOIO BBeeHUd 3AekTpoma Bo BCII mpu
nposenenuu KU. BomonpoBon npeanBepud MOKET
OBITH yBeAWYEeH B pa3Mepax, a caMo IIpeiaaBepue
pacimupeHo. Y 3THX IaIUeHTOB YacTO BO3HHUKAaeT
PELHUAUBHUPYIOIINHE MEHHHTUT H3-32 Oe(PeKTOB B
IIOMHOKHOM IIAACTHHKE CTPEMEHU.

[To maHHBIM Ay4YeBOH MHUATHOCTHKHU YAHUTKA
Opu 5TOH IIaTOAOTHH HMeeT MeHee 2 3aBHTKOB,
MOIHOAIOC KOPOTKHH, obIias HAWHA MEKA€CTHUY-
HBIX [I€PETOPOMOK yMeHbIleHa. OaHaKo BHENTHUH
U BHYTPEHHHH KOHTYPHI €€ aHaAOTHYHBI HOPMAaAb-
HOH yAMTKE, HO C MEHBIINM YHCAOM OOOPOTOB H
MEHBITUMU pa3Mepamu (puc. 6 B). IIpennBepue u
IIOAYKPY?KHBIE KaHaAbl OOBIYHO THIIONIAAQ3UPOBAHLI,
BO3MOXKHa THIIO- HAW allaasyus KOXAeapHOH arep-
TYPBI.

B wMeHbIIell II0 pasMepy YAUTKE OOBIYHO
TPYLHO IOACYUTATH KOAHWYECTBO 3aBUTKOB C IIO-
momeio KT u/man MPT. TepMmun «yautka c 1,5 3a-
BHTKaMH» [JOAXKEH HCIIOAB30BaTbCS [AS OITHCAHUS
'Y (ocobenno III Tuma), a He AT HEIIOAHOTO pasje-
AeHud yautku Il tuna.

V. r. Tunonaasuga yautku IV tuna (I'Y-1V).

YAuTKa HMMeeT HOPMAaAbHBIH 0a3aAbHBIN 3a-
BHUTOK, HO 3HAYUTEABHO YMEHBIIIEHHbIE B pa3Mepax
CPeIHUH U allMKaABHBIN 3aBUTKH, KOTOPbIE PacCIIO-
AOKEHBI KIIepeny M MeouasbHee, a He B HX HOp-
MAaABHOM IIEHTPAABHOM pPAaCIOAOKEHUU (puc. 6 T).
AaOupHHTHBIH CEeTMEHT AHIIEBOI0 HEpBa IIPOXOIUT
repes yAUTKOH, a He B cBoeM o0bI4HOM Mecte [10].

Aynumoaormdeckast KapTUHA.
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Puc. 4 a (Fig. 4 a) Puc. 4 6 (Fig. 4 B)

Puc. 4. MCKT.
a - AHAaSI/IH yAI/ITKI/IZ HOPMAaABHOE€ PACIIOAOKEHUE U pa3BI/ITI/Ie IIpeaaBepud U HOApry}KHLIX KaHaAOB.

6 - Amlaasusa YAUTKH C guaaTaiued npeaasepus: npeaasepre (I1) 1 moAyKpysKHBIE KaHAABI PACIIOAOKEHBI HOPMAABHO,
HO €CTh BeCTHOyAsdpHas auaaTanysa. AaGHPUHTHBIM CerMeHT AuileBoro HepBa (AH) mucaormmpoBan Bmepen; BCII —
BHYTPEHHUH CAYXOBOU MPOXOZ (YKa3aHO CTPEAKAMH).

Fig. 4. MSCT.
a - Aplasia of the cochlea: normal and exceptional development of the vestibule.

B - Aplasia of the cochlea with dilatation of the vestibule: the vestibule and semicircular canals are normal but there
is dilation of the vestibular. The labyrinth segment of the facial nerve is located forward. Internal auditory canal (in-
dicated by arrows).

Puc. 5. MCKT.

O6i1masa moaocth (OIT) — OQMHOYHOE, OBAABHOE HAU KPYT-
Aoe TI0 (bopMe IIPOCTPAHCTBO, IIPEACTABAAIOIIEE OIHO-
BPEMEHHO YAWUTKYy H IIpeAABEpPHE, B KOTOPOE BXOOUT
BHYTpPEeHHUY cayxoBo# mpoxoz (BCII; yka3zaHo crpeska-
MH).

Fig. 5. MSCT.

Common cavity - a single, oval or round in shape
space, representing both the cochlea and the vestibule,
which includes the internal auditory canal, indicated
by arrows.

Puc. 6 a (Fig. 6 a) Puc. 6 6 (Fig. 6 B) Puc. 6 B (Fig. 6 c) Puc. 6 r (Fig. 6 d)

Puc. 6. MCKT.

a - I'Y-I: Yautka (Y) — HeGoAbIIIOE 0OOpa30oBaHie OKPYTAOH HAH OBaABHOM (hopMbI, Bo3BbIIaIeecs Hax BCII (ykazaHo
cTpeakoi), 6 - I'Y-II (KMCTO3HAS THIIONAA3US YAUTKH): YAUTKA UMEET MEHBIINE padMepbl ¢ AepeKTaMHi MOOHUOAIOCA U
MEKAECTHUYHBIX II€PErOPOAOK, HO C HOPMaAbHBIM BHEIIHUM KOHTYpoM, B - I'V-III (yauTKa c MeHee, 4eM 2 3aBUTKa-
MH). YAUTKA UMEET MEHBIEe 3aBUTKOB (MeHee 2-X 3aBHUTKOB) M YKOPOYEHHBIM MOOHOAOC, T - [ Y-IV (yAuTKa c rumo-
IAa3ued CpegHEro U allmKaAbHOTO 3aBUTKOB, YKa3aHO CTPEAKOH).

Fig. 6. MSCT.

a - GU-I: cochlea — a small formation of round or oval, towering over the IAC, indicated by an arrow.The slice pass-
ing through a niche of a round window showing basal (B), middle (C) and apical (A) curls of a snail is indicated by
arrows, B - GU-II (cystic hypoplasia of the cochlea): the cochlea is smaller in size with defects in the modiolus and
inter-stellar septum, but with a normal external contour, c - GU-III (cochlea with less than 2 curls). The cochlea has
less curls (less than 2 curls) and a shortened modiolus, d - MSCT. GU-IV (cochlea with hypoplasia of the middle and
apical curls), indicated by an arrow.
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Y manwueHToB 3TOH I'PYIIIEI MOXKET OBITH BbI-
dBA€HA TYTrOyXOCTb PA3AHMYHOM CTEINIEHH W BHUAa. B
CAydae CMEIIaHHOM TYTOyXOCTH ITAllUEHTY MOXKET
IIOMOYb CTaIleJOTOMHUS U HCIIOAB30BAHHE CAYXOBBIX
anmnapatoB. CeHCOHEBpasbHad TYroyxocThb IV cre-
IIeHH TaKXKe BO3MOXKHa, TOIJa MeTon BbIbopa —
KOoxXAeapHas HMIIAQHTaIlusd, a B cAydae Aedurura
KoxaeapHoro HepBa — CCU. IlaneHTs! ¢ rumnomnaa-
sueil yautku ([Y) mpemcraBagioT Hamboaee HUHTe-
PECHyIO I'DYIIy MasbopMaliuii BHYTPEHHETro yxa
OTHOCUTEABPHO KAHHHUYECKHX IIPOSIBAEHHM M BbIOO-
pa TaKTUKH BEACHUH.

TakTUuKka BeIeHUd.

BpI100Op TaKTHKH BEOEHUS y HAIIUEHTOB C ['Y
aBAgeTCS HanuboAee CAOKHBIM. Y TaKHX [AIMEHTOB
MOXKHO HaOAIOOAaTh 3HAYHTEABHBIM pasbpoc B pe-
3yAbTaTaxX ayAuOMETPHYECKHX HCCACNOBAHHUMH: OT
AETKON [0 THAXKEAOH CEHCOHEBPAABHOM, KOHIYK-
THUBHOM HAW CMEMIaHHOM Tyroyxoctu. [IpuHsaTHE
pEeIlIeHHd O TaKTHKe A€YEeHHd MOXKET OBbIThb 3aTpy/-
HEHO, OCOOEHHO Vy IIAallMeHTOB C THUIIONIAa3ueH
KOXA€apHOro HEpBa.

* HekoTopble cAydau T'UIIOIAA3UH YAHUTKH (B
gyactHocTH, Il 1 IV Tuma) MoryT nmpogaBASTbCA YH-
CTOM KOHAYKTHBHOM HMAH CMELIaHHON TYyroyXo-
CTBIO, IIPU 3TOM KOHAYKTHUBHBIA KOMIIOHEHT CBH-
3aH ¢ dukcanuell cTpeMeHH. B TakHUX CHUTyalmax
MOZKHO IIOAYYHTH ITOAOKHUTEABHBIE PE3YABTATBI OT
cranenonaacTuku. OnepaTUBHOE BMEIIATEABCTBO
MOXKeT ObITH BBIIIOAHEHO B [ETCTBE U IIPHUBECTH K
AYYIIEMY PEYEBOMY PA3BUTHIO C HCIIOAB30BAHUEM
CAYXOBOTIO alIiaparta Uau 0e3 Hero.

e Jlamueutsr c II-III cremeHbIO CEHCOHEB-
PaAbHOM TYIOYXOCTH MOTYT OBITH peabHANUTHpOBAa-
HBI C IIOMOIIIBIO CAYXOBBIX allapaToB.

* Y OOABIIIMHCTBA MAIIMEHTOB C THUIIONIAa3uel
YAUTKHU oTMedaeTcd IV cTeneHb CeHCOHEeBPaAbHOHU
TYTOYXOCTH HAH TAyXOTa. B 3THX caydyaax mIpu
YCAOBUHM COXPaAHHOCTH YAUTKOBOTO HEpBa pa3yM-
HBIM BapHaHTOM AedeHHd OymeT KoxaeapHas HM-
naaHTanusa. Bo Bpem4a omepaiyuu caeqyeT oXKUAATh
aTHUIINYHOI'O PACIIOAOXKEHUS AHUIIEBOTO HEpBa M3-3a
aHOMAaAWH CTPOEHHUS IOAYKPYKHBIX KaHAaAOB (0CO-
OEHHO AATEPaAbHOI'O IIOAYKPYZKHOrO KaHaaa). [Ipu
'Y DpoMOHTOPHYM MOKET HE MMETb CBOETO OObIU-
HOT'O BBICTYyII4, II03TOMY BO3MOXKHBI TPYIHOCTH
Opyu UAeHTH(MUKAIIMY MbICa M OKHA YAUTKH dYepes
AUIIEBOM KapMaH. B 3THX cHTyallugx MOXKeT IIo-
TpeboBaTbCs KOMOWHHPOBAHHBIHA MOCTYII AT BbI-
SBAEHHS YMEHBIIIEHHOH B pa3Mepax yaAuTKH [11].

¢ [ToCKOABKY KOAMYECTBO 3aBUTKOB YAUTKH
MEHBbIIle U AECTHHIIEI €€ Oosee KOPOTKHE, PEKO-
MEHOYETCH HCIIOAB30BaTh TOHKHE U yKOPOUEHHBIE
sAeKTpoabl. CTaHOapTHBIE JAEKTPOABI HE MOTYT
OBITH IIOAHOCTBIO BBeIEHBI B YAUTKY. OcobeHHEBIE
TpyAaHOoCcTU npeacraBadet ['Y-II, mpu KoTopol ume-
€TCsI BEPOSTHOCTH AWKBOpeH («gusher»-cuHapowMm).
A9 HCKAIOYEHHS OTOAMKBOPEU B IIOCAEOIIEPAIlH-
OHHOM IIepHoAe HeoOXoOauMa TIIATeAbHAad TaMIIO-
Hala KOXA€OCTOMBI B KOHIIe onlepanuu [12].
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* Y HEKOTOPBIX IMalleHTOB ¢ ['Y BcTpedaeTca
araasud KOXACAPHOH allepTypbl C allAa3UueENd YAUT-
KOBOT'O HEpBa, TAKHM 00pa3oM, Ay4IIHNM BapHaH-
TOM AedeHUs nas Hux Oymet CCH.

e [TedpUIIUT YAUTKOBOI'O HepBa YacTo HabAO-
oaeTcd y mamueHToB ¢ ['Y. AydiinM BapHaHTOM B
3THX CAyYadX dBAGETCHA BBIIIOAHEHHE KOXACapHOU
HMIAQHTAIIUU Ha CTOPOHE C AYYIIHMH ayAHOAOTH-
YEeCKHMMHM IOKa3aTeAdMH. EcAM HOAydIeHBI HEyHO-
BAETBOPUTEABHBIE PE3YABTATBI CAYyXOpEedeBOH pea-
ouanTammu mocae KU, pekomenmoBana CCHU Ha
KOHTpaAaTePaAbHOU CTOPOHE.

VI. HemoaHoe pa3zameAeHHE YAHTKH.

AHOMaAWH HEIIOAHOTO DPa3[EACHHA YAUTKH
IIPECTABAIIOT COOOH TPYIIy IOPOKOB PA3BUTHSI
VAUTKH, IIPU KOTOPBIX HabAlofaeTcs deTkKas Oud-
depeHIIHaIINg MEXKAY YAUTKOM M IIpeagBepHUeEM.
BHeninme pasmepbl U KOHTYPBI YAUTKH HOPMAaAb-
Hble, nedeKThl CBA3aHbl C BHYTPEHHEH apXUTeK-
TOHHUKOM YyAUTKH. [IOpOKHM HENOAHOIO pa3ieA€HHUS
coctaBAgiOT 41% OT Bcex MaAbopMallii BHYT-
peHHerO yxa [4].

HemoaHoe pasmeseHHE YAUTKH IIOAPA3AEAs-
eTcd Ha:

a - Hemoanoe pasmeaeHusa yauTkda [ Tuma
(HP-I)

0 - Hemoanoe pasmeaenue yautrku II Tuma
(HP-II)

B - Hemoanoe paspeaenue yautku Il Tumna
(HP-III)

VI. a. Hemmoanoe paszmeaeHud yauTku | Tumna
(HP-I).

HP-I, van «KucTOo3HAsT KOXAEOBECTHOYAsTpHAST
MaabopMAallus», COCTABASIET IIPHUOAHU3UTEABLHO
20% oT BcexX IMOPOKOB Pa3BUTHA BHYTPEHHETO yXa
[13]. YauTka mMeeT OOBIYHOE MECTOIOAOXKEHUE B
nepegHesaTepasbHol yactu aHa BCII, nmpu sTom
OTCYTCTBYIOT MOAMOAIOC U MEKAECTHHUYHBIE IIepe-
TOPOAKH, YTO INPHUAAET €M BHI IIyCTOI'O KHUCTO3HOI'O
obpazoBanusa (puc. 7 a). Ilpu aT0#l aHOMaAHHU Cy-
IECTBYET YETKOE pPa3[deA€HHE MEXKAY YAHUTKOM U
npenaBepueM. BHelmHHe pa3Mepsl (BbICOTA U OAU-
Ha) VAUTKH [IPH ITOH ITaTOAOTHH HUAEHTHYHBI HOP-
MaAbHBIM [14]. YAuTKa, KaK IIPaBHUAO, COITPOBOXK-
[aeTcs OTUAATHPOBAHHBIM IIpefaBepHeM (puc. 7 a).

[Ipu aTOM pacHIMpeHHs BOAOIPOBOAA IIpem-
OBEpHd, KakK IIpaBuAo, HeT. [Ipu maHHOH maToao-
ruu Bo3MmoxkeH nedpekt mexxay BCII u yauTko#t m3-
3a aHOMaAMM pPa3BUTHUS BOJAOIIPOBOAA VAHUTKH U
OTCYTCTBHUSI KOCTHOTO CTEPXKHH, YTO MOXKET CIO-
COOCTBOBATH 3aIIOAHEHHIO VAUTKH AHUKBOpoM. Ilosa-
HOXKHAag IIAACTHHA CTpPeMeHH nedeKTHa, B OCHO-
BaHUM €€ PACIIOAOXKEHA KHCTO3HAas CTPYKTypa, UTO
MOXKeT ITPOBOIIMPOBAaTh O00Opa3oBaHHE CIIOHTAHHOH
HUCTYABI C AMKBOpeeH M PEelUIUBUPYIOIINM Me-
HUHTUTOM, 4YTO COAWZKAaeT MNAHHYIO IIATOAOTHIO C
I'Y-II [5]. B oramyme OT HHX ITAQIIUEHTHI C HEIIOA-
HBIM pasneaeHueM yauTky Il Tuma Takske UMET
BBICOKHU puCK auKBopeu npu KW, omHako, Mme-
HUHTUT y HHUX BCTpedaeTcsd KpalHe peako (maH-
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HBIH (PeHOMEH MOKHO OOBICHUTH HOPMAABHBIM
CTPOEHHEM TIIOAHOXKHOH IIAACTHHBI CTPEMEHH Y
9TOH Kareropuu nanueHToB) [15]. OTcroma BO3HU-
KaeT HaCTOSATeAbHas HeOOXOAMMOCTH y ITAllMeHTOB
c HP-I u c runonaasueii Il Tuna B TIaTeAbHOH pe-
BHU3UH OKHA IIpPEAABEPHs, B 0COOEHHOCTH IIOTHOXK-
HOM IIAQCTHHBI Ha IIpeaMeT OOHAPYKEHUST ANKBOP-
HOM KHCTBI B pAedeKTa IIOJHOKHOU IIAACTHHKU
CTPEeMEHH, KOTOPBIH B 0043aTEABHOM IIOPSaKe
JOAYKEH OBITh YCTPaHEH II0 X0y Omnepaituu [4].

¢ YV GoabpIIMHCTBA HaimeHToB ¢ HP-I muarso-
CTHUPYETCs CEHCOHEBpaAsbHas TYTroyxXocTh IV creme-
HH. OHM TOYTH BCerfa SBAFIOTCH KaHAUAaTaMH
maa K.

TakTUuKka BeIeHUd.

* He pekoMeHI0OBaHO HCIIOAB30BaHME IIEPHU-
MOJUOAIPHOM 3AEKTPOOHOM pemieTku. Pasmep
VAUTKH HOPMAaAbHBIH, II03TOMY MIPEAIIOYTHUTEALHEE
HUCIIOAB30BaHHUE IIPIMBIX JAEKTPOAHBIX PEHIETOK
CTaHOAPTHOH OAMHBI C CHAMKOHOBBIM KOABIIOM ¥
OCHOBaHHUHA [ad 0oaee HaAEXKHOTO 3aKPBITHS
KOXAEOCTOMBI ¥ OCTAHOBKH AUKBOpPeH [16].

VI. 6. HemoaHoe paszgeaenue yautku Il Tumna
(HP-II).

[Ipr manHOM mHaToaoruu wuMeeTcd OAedeKT
anmuKaABPHOHM dYacTh MoaumoAloca (puc. 7 0). IOra
aHoMaaud Oblra BrepBble omnmcaHa Kapao Monau-
HH B COYETAHHM C PaCIIMPEHHBIMHU IIpelBepHeM
u BomomnpoBomom mpenasBepus (PBII, puc. 7 B).
JlaHHBIY ITIOPOK IIpencTaBaseT cobol Tpuamxy MoH-
omau [1, 13, 17, 18]. AnukasbHas YacTb yAHUTKH
HU3-3a OTCYTCTBHS KOCTHOI'O CTEPXKHA U MEXKAECT-
HUYHBIX Ileperoponok Ha KT BeIrAgouT B BHAE KHU-
cThl. BHelrHme pasmepbl YAUTKH TaK e, KaK H
IIPU BCEX THUIIAX HEIIOAHOTO PAa3eA€HHUS YVAWUTKH,
HoOpMaAbHBIe. KoxaeapHBIN HEpPB IIPU 3TOH IIATOAO-
THUM COXpaHeH. Y 3THX [alMeHTOB OTMedaeTcs
Haaudue [OCTATOYHO OoAbIIIOTO KOCTHO-
Bo3aymiHoro mHTepBasa (KBU) mo mamusim TIIA,
TEeM He MeHee, CTAllefOTOMHS He IIoKa3aHa, T.K.
KBU saBasieTcsl «AOXKHBIM» U CBsI3aH OH C 3ddek-
TOM «TPETHErO» OKHA.

Aynmoaorudeckass KapTHHA.

OTH namyeHTbl He HMEIOT XapaKTepHOU cTe-
IIEHN CHHXKEHHUS CAyXa; Pe3yAbTaThl II0POroBoOH
TOHAABHOH ayIHNOMETPUH BapbUPYIOT OT HOPMEI 10
rayboko#i Tyroyxoctu. IloTeps cayxa MoOXKeT OBITH
CHMMETPUYHOH HAM aCHMMETPHYHON, HO OOBIYHO
oHa mnporpeccupyetr. Takske BO3MOKHA BHe3allHas
CEHCOHEBpaAbHAasd TYroyXocTb. Bo MHOruMx caydasax
uMeeTCss KOCTHO-BO3AyWIHBIM uHTepBaa (KBH),
O0COOEHHO Ha HU3KUX HYacToTaX. THMIIaHOMETpHd U
aKycTudecKkue pedAeKChl B IIpeaesax HopMmbl. KBU
Yy 9THX JeTel, BepOosSTHO, OyaeT BhI3BaH 3(PPeKTOM
«“TPEThETO OKHa» OT PACHIUPEHHs BOAOIPOBOAA
OpenaBepus M MOXKET HaIllOMHUHAThb ayIHoOMeTpPH-
YeCKHe pe3yAbTaThbl CHHApPOMA JIEeTHCILIEHITHH BepX-
HEro IIOAYKPYKHOI'O KaHaAa.

TakTHUKa BEIEHU.

e B panHeM Bo3pacre y O9THUX IAIllHEHTOB
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MOXKeT HabAIO[aThCHA IIOYTH HOPMAABHBIM CAYyX H
H3HA4YaAPHO XHUPYPIHYECKOE A€YEHHE MOXKET He
norpeboBaTeca. C IIPOrpecCHpOBaHUEM TYTOyXO-
CTH OHH CTAHOBATCS KaHAUAATAMH OAS CAYXOIIPO-
TE€3UPOBAHUL.

¢ OOBIYHO CHUIKEHHE CAyXa IIPOIOAZKAETCS,
YTO B KOHEYHOM HTOI'€ B ONPEACACHHBIN MOMEHT
OPUBOAUT K HeobxomumocTu npoBemenus KU. Ilo-
CKOABKY 0a3aAbHBIN 3aBHTOK YAUTKHU HOPMAaABHBIH,
BO BpeMs OIepaly MOIYT OBITH HCIIOAB30BAaHBI
ATOObIe BHIBI JAEKTPOZIOB IIPHU YCAOBUHU afeKBaT-
HOM TaMIIOHAIbl KOXACOCTOMBI.

e CranenoToMHs HE MOAYKHA BBIIIOAHSATBHCS B
caydae 3TOM IIaTOAOTHH, IIOCKOABKY KOCTHO-
BO3OYIIHBIM HHTEPBaA, CKOpee BcCero, o0yCAOBAEH
acpderTom «Tperbero okHa» PBIIL.

* [IoCKOABKY B CAydae C HEIIOAHBIM pa3ieAe-
HueM Il Tuna KoxaeapHBIM HEPB COXpPaHEH, CTBO-
AOMOS3TOBas UMIIAQHTAIIULI He TpebyeTcd.

VI. B. HemmoaHnoe pasneaenune yautku lII Tumna
(HP-III).

YauTKa IpHU 9TOM THIIE MaAbOopMallil UMe-
€T MEXKAECTHHYHBIE II€PErOPOAKH, HO KOCTHBIH
CTEeP3KEHb ITOAHOCTBIO OTCYTCTBYyeT (puc. 7 r). HP-
III BcTpeuaeTcsa mmpu X-CIIEIIAEHHOM T'AyXOTe, KOTO-
past 6b1aa ommcana Nance u Ap. BriepBble B 1971
roxny [19]. Phelps BnepBrie omncaa pesyabrathl KT
BBICOKOM CTEIIEHH pa3pelleHUs], CBI3aHHbIX C 9TOHU
natoaorue#t [20]. A B 2006 roxy Sennaroglu et al.
BIIepPBbIe BKAIOYHA 3TOT THUII AepopMalluii B KaTe-
ropuio MaabopMamuii HEIIOAHOTO pas3ieAeHUs
yAuTKH [21].

KocTHaga karicyaa yAUTKH IIPH 3TOM IIaTOAO-
TUU TOHBIIE, YEM B HOpPME. BbIpazkeH TOABKO 5H-
LNOCTAABHBIM CAOM KAalICyABbl, a OHXOHIPAABHBIN H
IIEPHUOCTaABLHBIN CAOU AMOO MCTOHYEHBI, AOO BOBCE
otcyTcTByIOT. BCII AyKOBUYHO pacIIUpeH, NMeeT-
Cs HEIIOAHO€ OTAEACHHE CIIMPaAd YAUTKHU OT HETO.
BomonpoBozn npeanBepuss B pa3HOM CTENEHH AUAA-
TUpOBaH. AaOUPHHTHBIH OTIEA AWIIEBOTO HeEpBa
pacrionoXeH Hal YAUTKOH. [3-3a oTcyTcTBHS MO-
[HOAIOCA U OOABIIOrO AedeKTa B OCHOBAHHUH YAHT-
KU Bo BpeMs omneparnu KU y Bcex mamueHTOB OT-
MedJaeTcsl CUAbHAad AMKBOpPEs, KPOME TOI'0 BBICOKA
BEPOATHOCTE HEIIPABUABHOI'O BBEAECHHSI SAEKTPOAA
c mpoHrKkHOBeHHeM Bo BCII [22].

Aynuoasornueckasi KapTHHA.

IIpu BenmoanOoM pasmeaeHun yautku III tuna
MO3KeT HabAIIaTbCS CMEIIaHHAas HAW CEHCOHEB-
pasbHag Tyroyxocth IV creneHun. KoHOyKTHUBHBIN
KOMIIOHEHT MOXKeT ObITh O0yCAOBA€H TOHKOH CAy-
XOBOH KariCyAOH.

TaxkTHKa BeaeHUd.

CMmeniaHHas TYyroyXOCTh CO3JaeT BII€UaTAE-
HUe pukcanuuu crpeMeHu. CrarenoToMus IIPHUBO-
OUT K CHUABHOMY «gUSher»-CHHAPOMY M YCHAEHHIO
CEHCOHEBPAABHOM TYIOYXOCTH, TaKHUM obOpas3oM, ee
caenyeT n30eraThb.

e Jlartmentam co II-III crenmeHaMu cMeIllaH-
HOM MAM CEHCOHEBPAABHOH TYTOyXOCTH BO3MOZKHO
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CAYXOIIPOTE3HUPOBAHHUE.

e [TartueHTHI ¢ Tyroyxocthio IV crerneHu aB-
agroTced KagounataMmu aad KU. TTpu HP-III o6sa3a-
TEABHBIM SBAFIETCHI KOHTPOAB IIOAOXKEHHUSI SAEK-
TpomHo# perrerku mocae KU. Caemyer mzberathb
HCTIOAB30BaHHUSI HEPUMOANOAIPHBIX 3ACKTPOMHBIX
PELIETOK. YTOAIIEHHBIE MEXKAECTHHUYHBIE IIEPETO-
POIKH YMEHBINIAIOT 00bEM BHYTPH VAHKH, U IAWH-
HBIH 5AEKTPOJA MOXKeT ObIThb HampaBaeH Bo BCII,
II09TOMY IIEA€COO0OPa3HO MCIIOABL30BAHHE YKOPO-
YEHHBIX SA€KTPOAHBIX PEIIETOK.

* Bo Bcex cayuaax HP-III yauTKOBBIE HEPBBI
TIOAHOIIEHHO Pa3BUTHI, I03TOMY BbIlIoaAHeHHE CCU
HE II0Ka3aHO B 3TOM I'pyIIIE.

VII. Pacurupenune
npeanBepHs.

[Ipu Ay4eBOIl MUArHOCTHUKE BBIIBAGETCH H30-
AUPOBAHHOE YBEAHYEHHE BOAOIPOBOAA IIpeanBe-
pu4g. Ilpu 3ToM yAUTKaA, NIpeAaBEPHE U IIOAYKPYK-
HbI€ KaHaAbl HOPMAaAbHBIX Pa3MEPOB M CTPOECHHULA
(puc. 8) [23]. [JanHas IIaTOAOTHL IIPEACTaBALET
HHTEPEC C TOYKH 3PEHUS (PeHOMEHa «TPEeTHEro»
OKHa.

VIII. AHOMAaAHH anepTyphbl YAHTKH.

AniepTypa YAUTKH — KOCTHBIY KaHaa, B KOTO-
POM IIPOXOAMUT KOXACAPHBIM HEPB M3 YAHUTKH BO
BCII. Ero MOXHO HaliTH Ha cpes3e, IIPOXOAAINEM
4yepes3 CepeIuHy MOAMOAIOCA, a TaKXKe B KOpOoHap-
HBIX cpe3ax Ha KT BbIcOKoro paspeureHud (puc. 1
a).

BOoAOIIpOoBOAA

VIII. a. ['unonaa3sus anepTypbl yAUTKU.

AmiepTypa YAUTKH CUYHTAETCS THUIIONAA3UPO-
BaHHOH (puc. 9 a), ecAn ee IIHPHHA COCTABASET
meHee 1,4 MM.

OTO TIOAHOE 3aMeIlleHHE IIpocCBeTa KaHaaa
KOCTBIO HAM OTCYTCTBHE BHU3yaAH3allUM KaHasa Ha
cpese, IPOXOAMAIIEM 4Yepe3 CepeauHy MOOIHOAICA
(puc. 9 0).

AHOMaAWH KOCTHOM amlepTypbl MOTYT COIIPO-
Boxknatbcsa y3kuM BCII, mocaegHuit saBageTcs
CY2KE€HHBIM, €CAU IIHpPHHA €ro IIPOoCBEeTa II0 cepe-
JUHE MEHbIIIe 2,5 MM.

B cayuaax c y3kuMm BCII Heob6xoguMo BBI-
noaHenne MPT, 4roObl yOenuThcs, ABASIETCH AH
KOXA€AapHBIH HEPB HOPMaAbBHBIM HAH €CTb €ro
araasus, TUIIONAA3Us. ANaa3ud KOXA€apHOU arep-
TYpPBbl OOBIYHO COIIPOBOXKIAETCS aIlAa3held YAUTKO-
Boro Hepsa. [Ipu rumnomnaasum KoxaeapHOM amep-
Typbl MOXKET BCTPEYaThCA KaK THIIONAA3HsS, TaK U
araasus YAUTKOBOI'O HepBa.

Aynuoasorudeckasi KapTHHa.

OOBIYHO BBISIBAGETCS CEHCOHEBpaAbHAd TY-
royxocTs IV crenenu. [IoCKOABKY yAUTKAa HOPMaAb-
Has, MOXKET IIPUCYTCTBOBAaTh OTOAKyCTHYECKad
amuccua (OAE), peOeHOK MOKET ITPOUTH CAYXOBOM
CKPHUHUHT IpH poxAeHuU. IloTepsa cayxa y TakKHUX
[IaIlMeHTOB OOBIYHO OOHAPYKUBAETCS I1033Ke, U3-3a
03a0049€HHOCTH CEMBHU II0 IIOBOLY OTCYTCTBHUS OT-
BETHOHM peakIMH Ha 3BYKHM M HH3KOI'O YPOBHS pe-
4eBOTO pPa3BUTHA. EcAM IIPOTOKOA CKpPUHHHIA HO-
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BOPOKIEHHBIX BKAIOYaeT OAD U peructpalyioo Ko-
POTKOAQTEHTHBIX CAYXOBBIX BBI3BAHHBIX IIOTEHIIH-
asoB (KCBII), To 3aboaeBaHUE MOXKET OBITH aHA-
THOCTHPOBAHO B MAIEHUYECTBE.

TakTuka BeaeHUd.

CAyxoBbIe ammaparthl OOBIYHO He obecredu-
BalOT OOCTATOYHOTO 3(eKTa y IMalUeHTOB C TH-
IomAasued U amnaasued KoxaeapHOH amepTypsel. Y
IIAlIUEHTOB C ABYCTOPOHHEMN THIIOIIAA3UEN allepTy-
PBI YAUTKH C TuUIlonaasueit n. cochlearis Heo6xo-
ouMa IIONBITKA CAYXOIIpoTe3upoBaHHA. Ecam onHa
He [aeT aleKBaTHOI'O IIPUPOCTa CAyXa, 3THU Iallv-
€HTBbI OOBIYHO CTAQHOBATCA KaHaumaramu Ha KU.
CaenyeT IIPOBECTH KOHCYABTHPOBaHHE CEMBHU U
00BSICHUTD, 4yTO eca KM He obecreyuBaeT gocra-
TOYHOI'O CAyXa, MOIKET IHOTpeboBaThCSI KOHTpaAa-
TepasbHad CCU nag HOCTHUKEHUST AYYIINX PE3YAb-
TATOB CAYXOPEYEBOH peabHUANTAITNH.

[Ipu amaa3mum KOXA€apHOM alepTypbl PEKo-
MeHOoBaHO BeIToAHeHHe CCHU.

BeIBOABI.

[TanmpeHTEI ¢ MaAboOpMallUaMU BHYTpPEHHE-
ro yxa — ocobag rpymnna namueHToB. K coxaseHuio,
[0 TIOCAEHUX AET TEPMHUH «Masbdopmalius MoH-
OUHW» HCIIOAB30BAACS [IAS OIIHMCAHUS Pa3ANYHBIX
anoMmaauii. CyIiecTByeT MHOXKECTBO Maabgopma-
OuH ¥ BCE OHU IIPOABASIOTCS IIO-pasHoMmy. Oue-
BHHO, KasK[ad I'pyla IIOPOKOB Pa3BUTHUA BHYT-
PEHHEro yxa HMeeT pasHble XapaKTEePUCTUKHU C
TOYKH 3PEHUS KAUHUKH, PaIUOAOTHYECKHUX U
ayaIUOAOTHYECKHUX MCCAENOBAHHUH, a TakKe XUpPYypP-
rugeckoro aedeHms. Hamaexkamias Kkaaccuduka-
Ous BaskHa [Ad BBIOOpa TAKTHKH BeNEeHHUS pas-
AWYHBIX IIOPOKOB Pa3BHUTHA BHyTPeHHero yxa. Ec-
A MaabdopManus IIPaBHABHO KAACCHMHUIIMPOBA-
Ha, TO OyneT MIONOOpPaHO aaeKBaTHOE A€YEHUE.
Haxkoner, BrlllenpuBeieHHasd KAacCH(UKAIIUS
co3zmacT obmIMH I3BIK OAG OIIHMCAaHHUS Maabgopma-
Ui BHYTPEHHEIo yXa BO BCEM MHpPE U II03BOAUT
KAWHHUIUCTAM Aydllle IIOHUMAaTh APYT Apyra.

[IpencraBaeHHAd KaacCU(pUKAIIUS O0CTa-
TOYHO TIIOAPOOHO  CHCTEMaTHU3UPyeT KOCTHBIE
MaAb(pOpMAaIlH BHYTPEHHETO yXa, a TAaBHOE OpH-
€HTHPYET OTOXHPYypra Ha BO3MOXKHBIE TPYIHOCTH
npu BeInoAHeHHH KM ¥ crioco0bl UX BO3MOZKHOIO
yCTpaHeHHsd, a 3Ha4uT, IIpeAllioraraeT yMeHbIIle-
HHE KOAWYEeCTBa OCAOKHeHHH. Hamm Hecyle-
CTBEHHBIE OIIOAHEHUS K IIPeICTaBACHHOH KAaac-
cudukanmu kacawortca nyHkroB VI u VII. Tlo aua-
AOTHH C IIYHKTOM V — THUIIOIIAA3UH YAUTKH, IIYHKT
VI — HelloAHBIE Pa3EACHUS YAUTKH — CAE€IOBAAO ObI
Ha3BaThb «OHCIIAA3UU yAuTKW». B nyHkre VII man-
HOH KAACCH(PHKAIIMHU IIPEACTAaBAEHBI AHOMAaAUWH,
CBSI3aHHBIE C H30AHMPOBAHHBIM pPAaCHIMPEHHEM BO-
[OIIPOBOMA IIpennBepHd, KOTOPOMY IIPHIAETCS
3HavYeHHe (PpeHOMeHa «TpeThero okHar. OmHakKo B
OoabIlell CTeneHW [MaHHBIM (PEHOMEH CBd3aH C
IIUPOKHM BOZOIIPOBOAOM YAHUTKHU. I[loaTomy caermo-
Bano OBl PaCIIHUPUTH JAHHYIO KAACCH(PUKAIIHIO,
IIpeICTaBUB B HEH aHOMaAHWHU, CBSI3aHHBIE C Y3KUM
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Puc. 7 a (Fig. 7 a) Puc. 7 6 (Fig. 7 B) Puc. 7 B (Fig. 7 c) Puc. 7 r (Fig. 7 d)

Puc. 7. MCKT.

a - Hemoanoe paspeaenue I tuma; yauTka (Y) 6€3 KOCTHOTO CTEPIKHS M MEXKAECTHHYHBIX IIEPETOPOIOK C PACIIHPEH-
HeIM npenaBepuem (II), 6 - HemoaHoe pasmeaenue II tuma. KucrTo3Has ammkasbHas dacTb (A) yautku (¥Y) (yKasaHo
cTpeakamu), B - Hemoanoe pasmesenue II Tunma. BII — pacmimpeHHBIH BOZOIPOBO IpenaBepud, Y — YAUTKA (yKa3aHo
crpeakamu), T - Henonnoe pazaenenue ynurku 111 Tuna. Yiutka (V) umeer mexckaispabie neperopoaku (MIT), Ho KocTHBIH
CTEP>KEHb TIOJIHOCTBIO OTCYTCTBYET (YKa3aHO CTPEIKaMHU).

Fig. 7. MSCT.

a - Incomplete separation of the I type; Cochlea without bone rod and interscalene partitions with an extended
threshold of vestibule, B - Incomplete separation of type II. Cystic apical part (a) of the cochlea (S) (indicated by ar-
rows), ¢ - Incomplete separation of type II. Advanced aqueduct of the vestibule, the cochlea, indicated by arrows., d -
Incomplete separation of the cochlea type III. Cochlea (Y) has interscalar septum, but bone rod is completely absent
(indicated by arrows).

Puc. 8. MCKT.

YBeamueHHBIH BozmompoBond mnpennBepuss (BII) c Hop-
MaABHBIM IIpeAaBepHeM (YKa3aHO CTPEAKAMHU).

Fig. 8. MSCT.

MSCT. Increased aqueduct of vestibule with normal
vestibule (indicated by arrows).

Puc. 9 a (Fig. 9 a) Puc. 9 6 (Fig. 9 B)

Puc. 9. MCKT.
a - T'unomnaasua KocTHOro KaHasa HepBa yauTku (KHY) (ykasaHo cTpeakoit).

6 - Anaasus KOCTHOTO KaHaAa YAUTKOBOTO HEPBA.
Fig. 9. MSCT.
a - Hypoplasia of the bone canal of the cochlea nerve (arrow).

B - Aplasia of the bony canal of the cochlear nerve.
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BOJIOIIPOBOZIOM IIPENABEPHSI, & TaKKe IIOPOKH pas-
BUTHS, CBSI3aHHbIE C IIIHPOKHUM U Y3KUM BOIOIIPO-
BOJIOM YAWTKH, KaK H30AHPOBAHHOIO, TaK U COYe-
TAHHOTO Xapakrepa.
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