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PE3IOME

Tayuenmoi ¢ 8pONCOCHHLIMU AHOMATUSMU PA3BUMUS HAPYNCHOZ0 YXA UMEOM NOBbIWEHHbIL PUCK PA368UMUS X0JIeCmeamombl 8UCOYHOL KO-
cmu (XBK). Haubonee 1acmo ¢popmupyemcs npuobpemeHHas X0aecmeamoma HapyicHo2o cayxoeozo npoxoda (HCIT), o6pasyiowjascs écneo-
cmeue HapyweHus NPoYecco8 INUMUHAYUU CIYWEHHO20 2nudepMuca 4epes CmeHo3Upoearnbili yuacmok. Bpoxcoennas XBK, couemannas
€ 8poXcOeHHol aHoManueli pasgumus HapYICHO20 U CPEOHE20 Yxa, A615emcs Kpatine peOKuM cocmosiHueM. B nacmoswjeli cmamoe onucabvl
08a KNUHUYECKUX HAOII00EHUS: 8 NepeoM CayHae y nayuenmxu Habmooanacs ampesus HCIT, a 8poxcdeHHas xonecmeamoma pacnonazanace
MeO0uabHee KOCMHOU ampemu4ecKoli NAACMUHKU; 80 BMOPOM CYHAE 8POHCOEHHAS XONECMEAMOMA PACNONa2anacy 8 6apabatHol norocmu
3a HenospexcoeHHol 6apabaHHoL NepenoHKOL, Npu IMOM Y NAYUEHMKU UMEUCL MUKPOMUS U MHONCECMBEHHbIE AHOMANUU PA38umus cpeo-
Hezo yxa. OnucaHbl 0c00eHHOCMU OUAZHOCMUKU U XUPYP2UHECKO20 JIedeHUs OQHHbIX nayuenmos. [pedcmasnettble Kaunudeckue Habooe-
HUS AKYEeHMUpYIom 6HUMAHUE HA OECCUMNMOMHOM PA38UMUU U MEYEHUU X0NeCMeamoMmyl Y 0emeti ¢ 8pONCOeHHOl aHoManueii paseumus
HApYMCHO20 U cpedHezo yxa. Jlannas epynna nayueHmog mpebyem 0053ameabHO20 Npo8eoeHUs 0ONOIHUMENbHbIX UHCPYMEHMANbHbIX
8U3YANUSUPYIOWUX MEMOO08 UCCAE008AHUS 0J1S UCKIIOYEHUS 8PONCOEHHOL X0J1ecmeamombl, a 0nepamugHoe JieveHue 0019CHO NPO8oOUMbCS
8 Kpamuatiuiue CPOKU HE3ABUCUMO Om 803pacma peOeHKa.

Kniouesble croBa: xo1ecmeamoma, 8pONCOEHHAs X0NeCmeamoma, pONCOeHHAs ampe3sus HApYICHO20 CYX08020 NPOX00a, BUCOYHAS KOCMb,
Xupypauieckas makmuka.

Hnsa nurupoBanus: Anukun U.A., Xameywikeesa H.H., Kuases A.Zl. Onbim xupypauiecko2o neienusl 8pONCOeHHbIX aHOManuli pasgumus yxda,
COYEMAHHbIX € 8PONCOEHHOL! X0J1€CMeamoMOli 8UCOHHOL Kocmu: KnuHu4eckue Habmodenus. PMUK. 2020;5:9—12.

ABSTRACT

Experience in the surgical treatment of congenital ear malformations combined with congenital cholesteatoma of the temporal bone:
clinical cases

ILA. Anikin, N.N. Khamgushkeieva, A.D. Knyazev

Saint-Petersburg Research Institute of Ear, Throat, Nose and Speech, Saint Petersburg

Patients with congenital external ear malformations have an increased risk of congenital cholesteatoma of the temporal bone. The most com-
mon variant of acquired external auditory canal cholesteatoma is formed as a result of elimination processes disorder of the desquamated
epidermis through the stenosis site. Congenital cholesteatoma of the temporal bone combined with the congenital malformation of the external
and middle ear is an extremely rare pathology. This article describes two clinical cases: in the first case, the patient had external auditory
canal atresia, and the congenital cholesteatoma was located medial to the bony atretic plate; in the second case, the congenital cholesteatoma
was located in the tympanic cavity behind the intact tympanic membrane, moreover, the patient had microtia and multiple malformations of
the middle ear. The article also describes the specificities of diagnostics and surgical treatment of these patients. Presented clinical cases are
focused on the cholesteatoma asymptomatic pathogenesis and its course in children with congenital malformations of the external and middle
ear. Additional mandatory instrumental imaging methods is required to this group of patientsto exclude congenital cholesteatoma, and surgi-
cal treatment should be conducted as soon as possible, regardless of the child’s age.
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POXKZIEHHbII1 CTEHO3 M aTpe3usi HapysKHOTO CIIyXOBOTO
npoxoaa (HCI) siBnstorcst Hanbomnee BCTpeyaeMbIMHU MO-
pPOKaMM pasBUTHSI HAPYKHOTO yxa. [To naHHbIM pasnny-
HbIX MCCllefioBaTesiefi, JaHHasl MaToJIorksl BCTpeyaeTcst € ua-
croroit 1 cnyuait na 10 000—20 000 HoBopokAeHHbIX [1-3].
OO6bIuHO HabJOZAETCSl ONHOCTOPOHHEE MOpakeHHe, U Tpen-
MYLLECTBEHHO y NaLMEeHTOB MY>CKOro nona [3—5]. Bpoxaen-

Hbli creHos u arpesus HCIT yacto coueraroTcs ¢ MUKpOTHEN,
aHOMaJIMSIMM Pa3BUTHSI CPEIHErO yXa, JIMLEBOro CKesleTa, Ofi-
HAKO MOTYT HabI0aTbCsl M M30JIMPOBaHHO [1, 6, 7].

[lomumo BusyasnbHOro nedexra (nedpopMaLiy YIIHO pa-
KOBHHbI) ¥ YHKLMOHAJIbHBIX HAPYLUEHH# (KOHOYKTUMBHOM Tyro-
YXOCTH) IaHHasl IpyIIa NalMeHTOB MMeeT MOBbILIEHHbI PUCK
PpasBUTHS XoJlecTeaToMbl BUCOUHO# KoctH (XBK) [7-9].
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B nureparype XBK npencrasieHa kak kucronofo6Hoe 06-
pa3oBaHue, COCTOsIIIee M3 OpOroOBEBAIOLLEro MIOCKOKIIETOY-
HOTO 3MUTEJIUS], PacroJloKeHHOe B M0JI0CTSIX BUCOUYHO KOCTH
1 CHOCOOHOe BbI3bIBATH B IPOLIECCE CBOETO POCTa BOCHAJU-
TEJIbHYIO PeaKLMIO 1 Pe30pOTHBHbIE MPOLIECCHI B MPHUIIEKALLMX
KOCTHbIX TKaHsx [10—12]. B nacrosuee spemst XBK npunsito
KJIaCCUULMPOBATb HA BPOXKJIEHHYIO, TPUOOPETEHHYIO U SITPO-
rennyio [11,12].

[lo maHHBIM psina aBTOPOB, NMpUOOpeTEHHast XoyecTe-
atomMa HCIl cuuTaercs nNOTeHUMANbHBIM OCJIOXHEHHEM
BpoxkgeHHoro cteHo3a HCII [7-9]. B nanHoMm ciyuae xorne-
creaToMa ob6pasyercst u3 kosku HCII BcencTue HapyLieHust
MpPOLIECCOB 3JIMMMHALMK CJYIIEHHOTO 3MUIepMHca vepes
creHosupoBanHblit yuactok HCII [7, 9, 13]. [Ipu atom Hau-
OONbLIMIT PUCK PAa3BUTHSI XOJIECTEATOMHOrO MpoLecca Ha-
omonaercs y nauuenTtos ¢ auamerpoM HCII 2 MM 1 MeHee,
MpY 3TOM BepoSITHOCTb 0Opa3oBanus xosnecreaToMbl HCII
nocruraet 90% [9].

lMonnas arpesust HCIT nckmouaer nproOpeTeHHbIN Mexa-
HU3M XOJIeCTeaTOMbl BCJIEACTBUE OTCYTCTBUSI KJIETOK 3MUIEp-
MMCa 33 KOCTHO1 aTpeTHyecKoii nnactuHkoii (All) [9, 14]. B 3a-
pyOeskHOit IuTepaType Mbl BCTPETHIN 3 CTaTbu C OMKUCAHHUEM
€[IMHWUYHBIX KJIMHMYECKUX CJlyuyaeB BPOXAEHHOH XojecTeaTo-
Mbl, pacrosaraioueiicst menuanbHee All [15—-17].

B nepuon ¢ 2014 no 2019 r. B ®I'BY «CI16 HUN JIOP»
Munsapasa Poccun y 7 mauMeHToB € BPOKAEHHOW aHOMa-
7Meii pa3BUTHSI HAPYKHOTO M CPEIHEro yxa ObUIo MPOBEZIEHO
xupypruueckoe yedyenve BpoxzaeHHoit XBK. M3 nux y 4 na-
ureHToB (9,5%) xonecrearoMa pacrosaranacb MenuasbHee
All, B 3 cnyuasx (7,1%) — 3a HenoBpeskaeHHO# GapabaHHOM
MeperoHKoM.

B nanHoi1 cTatbe onvicaHbl HauboJee NoKasarebHble KIK-
HUUecKKe HabmoneHus BposkaeHHoit XBK, coueranHoit ¢ aHo-
ManusMU pasBUTHSI HAPYXKHOTO W CPeHEro yxa.

KnuHuyeCckoE HABMOAEHUE Ne 1

TTAUVEHT W PE3YJIETATbI OBCJIEAOBAHUS

IMaumentka ®., 6 net, nocrynuina Ha o6cnenosanue B PIBY
«CI16 HMU JIOP» Munznpaa Poccuu ¢ anarHo3om «peuuamn-
BUPYIOLIWI JIEBOCTOPOHHMI 9KCCYNAaTHUBHbIN CPEIHUI OTUT».
Bposknennas atpesust HCII cnpaBa. Cunapowm Llepelescko-
ro — TepHepa. JIo pa3sBuTHsI JIEBOCTOPOHHErO 3KCCYNATUB-
HOTO OTHTa CJyXoBasi pyHKLMS JIEBOrO yxa Oblna B Npeznenax
HOPMBI, TI03TOMY Ofepalusi M0 YCTPAHEHUIO BPOKJEHHO
arpe3un HCIT cripaBa Obinia 3amiaHMpoBaHa Ha Oonee no3n-
HUE CPOKHU.

Omomukpockonus. JleBoe yxo: yiiHasi pakoB1Ha 6e3 0co-
6enHocreit, HCIT wmpokuit, cBo6oaHbli; 6apabaHHas nepe-
MOHKa cepast, MyTHasl, 6e3 necdekToB, B 6apabaHHO MOTOCTH
ypoBeHb kuakoctH. [IpaBoe yxo: MUKPOTHSI, OJIHAS aTpe-
3us HCIIL.

Mynemucnupanenas — KomnbromepHas — momozpadus
(MCKT) sucoutbix Kocmeli: BbisIBIIEHbI MArKOTKaHHOE 00Opa-
30BaHMe, 3aMOJIHSIOLEe KOCTHYIO 4acTb MPABOrO CIyXOBOIO
NPOX0/ia, U KOCTHO-JeCTPYKTHBHbIE 3MeHeHust B obnactu Al

Maznumno-pesonarcuas momoepagus (MPT) cpednezo
yxa e DWI-pexncume: npentuduuuponana xonecrearoma HCII
TpaBoii BUCOYHOII KOCTH (pHC. 1).

Ha ocHoBaHMM MpOBeneHHOro 00C/enoBaHMsS ObUIO MpPH-
HSTO pelleHde O MNpOBEeNeHMM ONHOMOMEHTHOH oOrepaLuu
M0 YCTPaHEHUIO BPOXKAEHHOM KOCTHOM aTtpe3uu npasoro HCII
¥ yOAJIEHUIO XOJIECTeaTOMbI B KpaTyailive CPOKH.

Puc. 1. MPT cpegHero yxa B DWI-pexume: runepuHTer-
crBHOe obpasoBaHue B o6nacty HCI cnpasa (oTMeyeHo
CTPENKOW) COOTBETCTBYET XOfiecTeaTome

VHTPAOTIEPALIMOHHBIE HAXOZIKU

Xupyprudyeckoe BMeLIaTeNbCTBO TMPOBENEHO B YCJIOBHU-
SIX MHOTOKOMITIOHEHTHO/I aHecTe3nu C MHTyOalueil Tpaxeu.
Onepauyst npoBoAMIach TPaHCMaCTOUAAJIbHBIM JOCTYIOM.

llocne oTcenmapoBKM MSIIKMX TKaHeil Obll BU3yanusu-
poBaH LueneBUaHbI fedeKT B KOCTHOW All, 3anonHeHHbli
XOJIecTeaTOMHbIMM Maccamu. Bopamu Obina ynanena Al
paciuupena kocrHas yactb HCII, cpopmupoBana aHTpomacro-
uJanbHas MojocTb. XonecrTearoma TOTajabHO 3aroJHsIa MPo-
cTpaHCcTBO Meskay 6apabanHoii nepernonkoii 1 All (puc. 2).

XonecreatoMa BbifiesieHa OOHNUM OJIOKOM M yaaneHa BMe-
cTe c Karcynoii. bapabaHHasi nmeperioHka runepemMmMpoBaHa,
oTeuHa, 6e3 fiedeKTOB. BbinoyHeHa TMMIIAHOTOMMSI C pEBU3HU-
eit 6apabanHo# monoctu. CTPYKTYpbl CpEIHEro yxa pacrosa-
ranuch TunnuHo. Aditus ad antrum cBo6ozeH, npoxonum. Llenb
CJIyXOBbIX KOCTOYEK OKyTaHa CraiKaMu, IUIMHHbIA OTPOCTOK
HaKOBaJIbHU He KOHTAKTUPOBAJ C IOJIOBKOM cTpemeHn. Hako-
BaJIbHS1 pe3elpoBaHa. THMIaHalIbHOE YCTbe CITyXOBOM TPYObl
LIKPOKOe, CBOOOAHOE. [1aToNornuecKost TKaH! Mpy KOHTPOJIb-
HOM peBU3NM 6apabaHHOi M aHTPOMACTOMAAIBHOM MOJIOCTEl
He oOHapyskeHo. CHMNTOM Nepenaun NaBjieHus nepenumMbl
C OKHA NpenjBepus Ha OKHO YJIUTKM MOJIOKUTEsbHbINA. Bbl-
MOJIHEHa OCCHKYJIOMIAacThKa THUTaHOBbIM npoTte3om PORP
2,0 MM, yCTaHOBJIEHHbIM Ha TOJIOBKY cTpemeHd. Ha mismky
NpoTe3a yJokeHa ayToXpsilieBas M1acTUHKA. AyTodacumanb-
HbIi1 JIOCKYT YJIO3KEH M0J 3a/iHIOK0 YacTb GapabGaHHOI MepenoH-

Puc. 2. Otanbl onepaumu no yaaneHuio BPOXOEHHON xore-
cteatombl Npasoro HCIM: A — B o6nactu All onpepnensieTcs
JedeKT, 3arnofHEeHHbIN XonecTeaTtoMHbIMM Maccamm (oTme-
YeH cTpenkown); B — nocne npoBefeHns aHTpOMacToMao-
TOoMUM U yaaneHua All BU3yanuampyeTtcs xonecteatoma,
TOTasbHO 3aroNHSALLAA NPOCTPaHCTBO MexXay 6apabaHHoN
nepenoHkown n Arl
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KM ¥ Ha 00mactb aTTvka u aHtpyma. [lpousBeseHa niacTuka
HCII. Coxpanennas kosxka Hu3BefeHa Ha KocTHble cTeHKkH HCIT
1 3apUKCMPOBaHa OYMaXXHBIMU MPOTEKTOPAMHU, CUTTMKOHOBBI-
MU MOJIOCKaMH Y FeMOCTaTHYECKUMHU ryOKamu. 3ayLLHyI0 paHy
nocoiHo yummnd. [latonorudeckast TKaHb OTIIPaBJieHa Ha -
CTOJIOTMYECKOe UCCIIelOBaHMe.

K/IMHUYECKOE HABMIOAEHUE Neo 2

[TAUMEHT W PE3YJIETATbI OBCJIELOBAHUS

Poputenn nauuentku M., Bo3pacT KOTOpPOW Ha MOMEHT
onepauuu cocrasnsin 1 rox 3 mec., o6patunucs B I'BY «CI16
HWN JIOP» Munsgpasa Poccuu no mosony IBYCTOPOHHEro
CHIKEHMS! CT1yXa, 3a/lepsKKK PeueBoro pasBUTHS M KOCMeTHYe-
CKOro AedeKra yLIHbIX PAKOBMH B BUJle MUKPOTHH. B anamue-
3e 3a0071eBaHMsI OTCYTCTBOBAJIM OTOpes M OTOXMPYpPruyeckue
NpoLeypbL.

Omomuxpockonus. Cnesa B 6apabaHHOIi MOJIOCTH 3a He-
NOBpeskIeHHON 6apabaHHO# MepernoHKoit BU3yann3upoBasoch
nepsiamyTpoBo-6enoe 0O6pasoBaHHue.

MCKT sucoutbix kocmeti. B 6apabaHHO# MoJI0CTH CrieBa
ONpenessiioch MArKOTKaHHOE 00pa3oBaHue, 3aHNMaloLLee Me-
30TMMIAaHyM, TMIIOTUMIAHYM M YaCTMYHO aTTMK, KOCTHO-Je-
CTPYKTUBHbIX U3MEHEHUi1 He OTMeUeHO.

MPT cpednezo yxa 6 DWI-pexcume. [lonTBepxaeHa xosne-
cTeaToMHasi pupoza oopazoBanus (puc. 3).

[lo maHHbIM perucrpauyy KOPOTKOJIATEHTHbIX CITYXOBbIX
BbI3BAaHHbIX IOTEHLMAI0B IMAarHOCTMPOBAHA JIBYCTOPOHHSSI
KOHZIYKTUBHAs Tyroyxoctb: cripaBa — Il crenenu, cnesa —
IV crenenn.

Ha ocHOBaHMM MOJTyueHHbIX JaHHBIX ObLIO MPUHSTO pelle-
HHe O TNPOBefeH!H CaHUPYIOLLell OnepaLyy C yaalieH’eM Xo-
JIeCTeaToMbl.

VIHTPAOTEPALIMOHHBIE HAXOZIKU

Xupyprudyeckoe BMELIAaTelIbCTBO TMPOBENEHO B YCJIOBHU-
SIX MHOTOKOMITIOHEHTHO/ aHecTe3uu C MHTyOalueil Tpaxeu.
[lpousBeneH 3ayiuHblit pa3pe3 cneBa. Msrkue TKaHM OTcemna-
poBaHbl 10 planum mastoideum, kosxa 3anHeit crenku HCIT —
1o ¢ubposHoro Konbua. Bopamu pacluvpeHa KOCTHasl 4acTb
HCI1. BusyanusupoBaHa mHTakTHas GapabaHHasi meperoHka
C nponabupoBaHNeM ee 3aHHUX OTAENOB OeecoBaTbiM 0Opa-
3oBaHueM. [locne npoBeneHMs THMIAHOTOMUKM OOHAapYKeHO,

—

v

Pwuc. 3. MPT cpegHero yxa B DWI-pexume: runepuHTeHcuBs-
Hoe ob6pa3oBaHue 6apabaHHOM NoNoCTU cresa (OTMeYeHO
CTPENKOW) COOTBETCTBYET XOfiecTeaTome

4TO 06pa3oBaHMe (X0JIecTeaToMa) TOTalbHO 3aMOoJHSIIO Me30-
TUMINAHYM, YaCTUYHO — I'MIIOTUMIIaHYM, IPOTUMIIAHYM U aTTUK
¥ ¥MEJIO MJIOTHYIO, XOPOLLIO BaCKyJISPU3MPOBAHHYIO KarCyIy.
M3-3a pa3mepoB xoJiecTeaToMsbl U CTENEHH ee 0XBaTa CTPYKTYP
CpenHero yxa peselypoBaHa chorda timpany ¥ BbIOJIHEHO ee
OMOPOKHEHME, TPU 3TOM MOJIyYeHbl TBOPOXKHUCTbIE 3MUAEP-
MaJibHble XJIOMbsl (X0siecTeaToMHble Macchl). O6pa3oBaHue Bbl-
IieIeHO BMECTe C KariCyJIOH, yiaueHo 1 OTIPaBJIeHO Ha FMCTO-
JIOrMYEeCKoe rccrenoBanue (puc. 4).

Puc. 4. 3tanbl onepauum nNo yaaneHunio BpOXXAEHHON Xone-
cTeaToMbl fieBov 6apabaHHOM NonocTn: A — TUMMNaHOTOMMUS
C peBu3nen 6apabaHHON NONOCTUN (BPOXAEHHASA XOnecTearo-
Ma oTMe4eHa CTpenkon); B — onopoxHeHue xonecteaTom-
HOro 06pa3oBaHNs C BblAENEHNEM X01eCTeaTOMHbIX Macc

lpu nanpHeiiueit peBuann GapabaHHOI MONOCTH ObLIU
BbISIBJIEHbl COMYTCTBYIOLLME AHOMAaJIMM Pa3BUTHSI CPERHEro
yXa: rOpPM30HTANIbHBII OTZAEN KaHaia JIMLEBOro HepBa 4eTKo
He NPOCJIEXXUBAJICS Y pacronarancs jatepasbHee, OJMKe K aT-
THKY; FOJIOBKA MOJIOTOYKA Obla GUKCHPOBaHA KOCTHOM Oaj-
KOJ K nepenHeii creHke 6apaGaHHOM MOJNIOCTH, HAKOBAJIbHSI
M CTpeMs ueTko He ompexensichk. KocrHast 6anka, ¢pukcu-
pytoLLast MoJIoTOueK, Obla yaasneHa. [laTonornueckoii TkaHu
TpY KOHTPOJIbHOI1 peBu3nK 6apabaHHOI MOJIOCTH He BbisiBIIe-
HO. MeaToTHMMaHabHbIil JIOCKYT HU3BEZEH Ha NpekHee Me-
cro. CiyxoBOii MPOXOJ TaMMOHMPOBAH CHIMKOHOBBIMU IO-
JI0CKAMM M TeMOCTaTMYeCKUMM ryOKaMu. 3aylLiHyl0 paHy
MOCJIOMHO YLIWJIN.

PE3VIILTATHI

[ocneonepanyontblit nepuos B 000MX Ciyyasx NpoTe-
KaJ1 6e3 OCJIOKHEHHIA.

[lo pesynbTaTam TMCTOJIOrMYECKOTO MCCJIENOBaHMsI Ore-
PalLMOHHOrO MaTepuana BepupULMPOBaHa XOJecTeaTroMa.
[MauyeHTKaM pEKOMEHIOBAHO AMHAMHUYHOE HaOmoneH:e.
KontponbHast MPT cpennero yxa B DWI-pesknme 3annanupo-
BaHa yepe3 6 Mec. C MOMEHTa OlepaLyi.

OBCYKIEHUE

[IpUHATBIMK KJIMHUYECKUMU KPUTEpUSIMU  BepupUKaLnn
BpoxkieHHON XBK sBnsiotcs: HOBooOpa3oBaHue mepiamy-
TpOBO-0€JI0ro LBeTa, pacrosaraioleecs: MeauaabHee Heus-
MeHeHHOii 6apabaHHOi MEPEernoHKM C WMHTAKTHOM HATSIHYTOM
Y HEHaTSIHYTO/ ee 4acTsIMU; OTCYTCTBMe B aHaMHe3e Y MaLu-
eHTa otopey, nepdopaunn 6apabaHHOI MEPENOHKHU U Mpeibl-
JyLIMX OTOJIOTMYECKUX XUPYprudeckux npouenyp [18]. B nep-
BOM KJIMHNYECKOM HaOJII0IeHNH X0JIecTeaToMa pacoaranach
3a mpenenamu 6apabGaHHO# MOJIOCTH, MEXIY HEMOBPEXIeH-
Hoi1 GapabaHHOi1 neperoHkoit n All [laHHas xonecrearo-
Ma Obl1a OTHECeHa K BPOKAEHHO! MO MPUYMHE OTCYTCTBUS
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y Hee MPSIMOro KOHTaKTa C KOKHbIM IOKPOBOM, YTO UCKJTIOYaJIo
BO3MOXKHOCTb MUTpaLiM 3MUziepMIca ¢ 00pa3oBaHUEM XoJle-
CTeaToOMbl.

Ha ceronnsiiinmii ieHb cyliecTByeT MHOKECTBO TEOpUIt pas-
BUTHSI BPOKAEHHON XosecTeaToMbl. Hanbonee npusHaHHON
SIBJIIETCSl TEOPHsSI OCTATOYHOrO 3MKUAepMasIbHOr0 00pasoBa-
HUSI B BUCOYHON KOCTU. JlaHHOe 00pa3oBaHKe B CPENHEM yxe
BriepBble 06Hapyskun R.W. Teed B 1936 r. npu nccnenosaxmu
KazasepHoro marepuana [19]. B nmocnemyrowem, B 1986,
L. Michaels nontepamn Hamuume paHHoro o6pasoBaHuMst
B BUCOUHbIX KOCTSIX IJIOJIOB, OTMETHB, UYTO OHO PACIOJIOKEHO
B NnepefHeBepxHeM oTiene 6apabaHHOI MOJIOCTH U UCUE3aer,
B MOJABJISOLIEM OOJBIIMHCTBE Ciyuaes, kK 33-i Hen. recra-
umm [20]. [osske J. Liang et al. BbisiBUIM iaHHOE 0Opa3oBaHue
1 B IpyTUX OTZAeNax BUCOUHOI KocTH [21]. Ha ocHoBanum aTo-
ro MOXHO CIieNaTh MPEANONOXKeHHe, YTO MoKoOHOe 00pa3o-
BaHKe, HAaXOZsCh B 3aKPBITOM MPOCTPAaHCTBe MeauanbHee All,
MOJKET JiaTh Hauasio BpoxaeHHoi XBK.

Bposknennass XBK cama no cebe TpynHO AMarHocTvpy-
eTcsl BCe[CTBUe psifia pakTOpPOB: OTCYTCTBMSI aKTUBHbIX Ka-
7100 maLMeHTa BBUIY ero I0HOTO BO3PACTa; CKPBITOTO TEUEHMUs]
IO pa3BUTHSI MHTPA- W 3KCTpPAaTEMIOPAJbHbIX OCJIOXKHEHMI;
HU3KOI MHPOPMHUPOBAHHOCTU U OTCYTCTBUSI HACTOPOXKEHHO-
CTU Y MHOTHX CIELMAMCTOB B OTHOLLEHNH JAHHOTO 3a00J1eBa-
Hus [22]. PagBuTtue xonecteaToMbl Ha pOHe BPOXKIEHHOI aHO-
manun HCIT eltie cunbHee yCIOXKHSIET ee NUarHocTuky [7, 15].
B cnyuae creHosa nnm arpesun HCIT Busyanusaumst 6apaban-
HOWM NEepernoHKM CTAaHOBMTCS HEBO3MOXKHOM, YTO HCKJIIOYaeT
BEPOSTHOCTb AMAarHOCTUPOBAHKSI BPOSKIEHHOMN XOJeCTeaTOMbl
Ha 3Tafne OTOPMHONIAPMHIOJIOTMYECKOro OCMOTpa. JlaHHbIi
¢aKT yKa3blBaeT Ha HEOOXOANMOCTb MPOBEJEHNS] NHCTPYMeH-
TaJlbHbIX METOJIOB UCCTIEIOBAHMSI.

MCKT BuCOuHBIX KOCTeit MO3BOJISIET OLLEHUTb MPOTSIKEH-
HOCTb CcTeHo3upoBaHHoro yuactka HCII, o6bem GapabaHHoii
T0JIOCTU M aHTPYyMa, COCTOSIHWE CTPYKTYp CPEIHero yxa, Mc-
KJIIOYUTb WM TOATBEPAMTb Haluuve JeCTPYKTHUBHBIX MPO-
LlecCoB B BUCOYHOI Koctu [2, 8, 14]. IlanHas nHdpopmauus
Heo0xoaMMa Mpy IJIaHWPOBAaHUK ONeEPaTHBHOrO BMeLLaTe b-
CTBa, OZIHAKO He MO3BOJISIET NOCTOBEPHO MCKMouuTh XBK,
KOTOpast 6y,ueT BoirsineTb Ha cpe3ax MCKT kak neonHopogn-
HO€ MSITKOTKaHHOe 00pa3oBaHie, TPyAHOOTIMUNMOe OT puob-
posHoit TkaHu [7, 8]. EAMHCTBEHHbIM Ha CErOfHSLIHMI JeHb
HEMHBA3WBHBIM BBICOKOUYBCTBUTEJIbHBIM CIOCOOOM JMarHo-
cruku XBK ciyskut MPT cpennero yxa B peskxume DWI [23, 24].
B onmcaHHbIX KIMHMYECKUX HAOMIOZEHNsIX NaHHasi MEeTOAMKA
M03BOJIMIIA BbISIBUTb BPOKIEHHYIO XOJIECTEaTOMY U B paHHMe
CPOKM POBECTH ONepaTMBHOE BMeLLaTesIbCTBO.

[IpUHSTBIM aNrOPUTMOM BeJleHHs! AaLMEeHTOB C BPOXKIEeH-
Hoit aHomanueit passutus HCII gBnsercs nposeneHue pe-
KOHCTPYKTMBHOI ONepaLuu Ha yXe B BO3pacTe CTaplue S JieT.
[pu OGunartepanbHOM MNOpaXXEHWM MOKA3aHbl MaKCHMallb-
HO paHHee CJyXONpOoTe31pOBaHUe C IPUMEHEeHHeM CI1yXOBbIX
annapaToB KOCTHO! NMPOBOAMMOCTA WM MMIUIAHTAUMS CH-
CTeM KOCTHOTO 3BYKONpOBEZAeHUs [Is NpefoTBpalleHus 3a-
Jep>KKU TMCUXMUYECKOr0 M COLMaNbHOrO pasBuTus [3, 6]. [1pu
BPOsKIEHHOM X0JiecTeaToMe, COYETaHHON C BPOXKIEHHOM aHO-
MaJiieil pa3BUTHS yxXa, ONlepaTUBHOE JIeueHHe NOJIXKHO Mpo-
BOJMTBCSl HE3aBMCHMO OT Bo3pacTa pebeHka. B nureparype
MMEIOTCS! OMMCaHKsl CTyyaeB KOMOMHALIMM IAHHBIX MAaTOJIOTHIA
C BbIpa’keHHbIMU JECTPYKTUBHbIMU M3MEHEHUSIMU BUCOUHOM
kocTu. Tak, K. Bhavana onucan BpokJeHHyIO X0eCcTeaToMmy,
pacnonararouytocsi meauanbHee All, kotopasi B npouecce
CBOEro pocTa paspyLUnia 3aJjHIOK0 CTEHKY CJTyXOBOIO MPOXO-

Ia C pacnpocTpaHeHHeM B COCLIEBUAHBIN OTPOCTOK U OGapa-
6anHylo nosnocts [16]; B pabore M. Abdel-Aziz BposkneHHas
XoJlecTeaToma, coveTaHHasi ¢ BpoxjeHHou arpesueit HCII,
TOTAJIbHO 3anoyiHWia GapabaHHyIO MOJIOCTb, PaCNpOCTPaAHHU-
71achb B MMOJBUCOYHYIO SIMKY BCJIEICTBME AECTPYKLMH KarcCyJibl
BHCOYHO-HUKHEUENIOCTHOTO cycTasa [17].

B ommcaHHbIX KIMHMYECKMX HAOJIOJEHUSIX BPOXKIEHHas
XBK O6bina auMarHocTMpOBaHAa A0 Pa3BUTHSI BbIPaKEHHBIX
JEeCTPYKTUBHBIX MPOLECCOB, YTO MO3BOJIUIO MWHUMH3UPO-
BaTh 00'bEM OMEepaTHBHOrO BMeluaTesnbCcTBa. TaKoM MOAXOZ
B JaJIbHEllleM COKPaTUT CPOKM peabMIUTalMy MaL{eHTOB
M YIPOCTUT MOCJeAyolie PeKOHCTPYKTHBHblE OlepaLuu,
CBsI3aHHbIe C BPOKIEHHON aHOMaJiMei pasBUTUS Hapys>KHOrO
Y CpeZIHero yxa.

SAKJIIOYEHUE

[pencrasneHHble KIMHUYECKME HAOIONEHNST aKLIEHTHPYIOT
BHMMaHWe Ha 6eCCHMITOMHOM Pa3BUTHM U TEYEHNH XOJlecTea-
TOMBbI Y JieTeil C BpOXKZIeHHO aHOMaJlneil pa3BUTHSI HapY>KHOTO
1 cpenHero yxa. OTCYTCTBME BBIPaKEHHBIX XanoO W HeBO3-
MOKHOCTb IMarHOCTHPOBATb X0JIECTeaTOMY Ha JTare 6a30Boro
OTOPUHOJIAPUHIOJIOTMYECKOr0  00C/eN0BaHusl TOYEePKUBAET
HeoOXOIMMOCTb HACTOPOSKEHHOTO OTHOLUEHUs Bpaueil Npu
BPO’KIIEHHbIX aHOMaJIMSIX Pa3BUTHS HAPY>KHOTO U CPELIHEro yXa
¥ NIPOBeJieHNs] AONOIHUTENbHbIX MHCTPYMEHTAJIbHbIX BU3YyaI-
3MpPYIOLIMX METONOB MCCIEeNOBaHusl, Haubosee JOCTOBEPHbIM
u3 kortopbix sBnsiercs MPT cpennero yxa B DWI-peskume.

OnepaTuBHOE JleueHNWe TMpHU BPOKAEHHON XOJecTeaToMme,
coueTaHHoii ¢ atpesueii/crenosoM HCII, nomkHo npoBoauTh-
Cs1 B KpaTyaiillie CPOKM He3aBMCUMO OT BO3pacTa pebeHKa st
npenynpexieH! st pasBUTHsI BHYTPUUEPEIHbIX OCIOKHEHUIA.

Jlumepamypa

1. Ishimoto S., Ito K., Yamasoba T. et al. Correlation between microtia and temporal
bone malformation evaluated using grading system. Archives of otolaryngology — head
and neck surgery. 2005;131(4):326-329.

2. El-Begermy M.A., Mansour O.L., El-Makhzangy A.M.N. et al. Ongenital auditory
meatal atresia: a numerical rewiew. European Archives of Oto-Rhino-Laryngology.
2009;266(4):501-506.

3. Al-Qahtani K., Aleisa M., Albader A. et al. External auditory canal atresia: Surgical
correction compared with bone anchored hearing device. J of Taibah University Medical
Science. 2014;9(4):307-310.

4. Tna6 X.M. Crioco6 Xmpyprudeckoro nedeHus aTPe3uy HAPYKHOTO CIYXOBOIO
IIPOXOJia, COYETAIOLIENICA C aHOMA/lMel PasBUTHUA CPefHero yxa. Poccuiickas 0To-
punonmapunronorus. 2011;5(54):41-46. [Diab H.M. Surgical technique in cases with
congenital atresia of the meatus acusticus external. Rossiyskaya Otorinolaringologiya.
2011;5(54):41-46 (in Russ.)].

5. Siegert R., Weerda H., Remmert S. Embryology and surgical anatomy of the auricle.
Facial Plast Surg. 1994;10(3):232-243.

6. Munemuna H.A., Ocunenxos C.C., Tapaprkmunagse I'A. Anropur™m BepeHus
GO/MbHBIX C BPOXKJEHHBIMM MOPOKAMU PA3BUTHA HAPYXKHOTO M CpefiHero yxa. Bect-
HUK oropuHomapuuronoruu. 2018;83(4):51-55. [Mileshina N.A., Osipenkov S.S.,
Tavartkiladze G.A. The management of patients with congenital malformations of the
external and middle ear. Vestnik otorinolaryngologii. 2018;83(4):51-55 (in Russ.)].

7. Casale G., Nicholas B.D., Kesser, BW. Acquired Ear Canal Cholesteatoma in
Congenital Aural Atresia/Stenosis. Otology and Neurotology. 2014;35(8):1474-1479.

8. Yamane H., Takayama M., Sunami K. et al. Disregard of cholesteatoma in congenital
aural stenosis. Acta Oto-Laryngologica. 2007;127(2):221-224.

9. Cole R.R., Jahrsdoerfer R.A. The Risk of Cholesteatoma in Congenital Aural Stenosis.
The Laryngoscope. 1990;100(6):576-578.

10. Linder T.E., Shah S., Martha A.S. et al. Introducingthe “ChOLE” Classification
and Its Comparison to the EAONO/JOS Consensus Classification for Cholesteatoma
Staging. Otology and Neurotology. 2018;40(1):63-72.

11. Auuknn M., Kanadpes [I.M., Auukun V.A. u gp. Xoecrearoma cpefiHero yxa:
ompejienieH e, BONPOCH K1accu(yKaLMy U STHONATOreHesa (KpaTKuit 0630p muTepa-
TypHBIX fAaHHBIX). Yactb 1. Poccmitckas oropuHomapunronorus. 2016;3(82):115-124.
[Anikin M.I., Kanafev D.M., Anikin I.A. et al. The middle ear cholesteatoma: definition,
classification and etiopathogenesis issues (brief literature review). Part I. Russian
otorhinolaryngology. 2016;3(82):115-124 (in Russ.)].

onnvuii cnucox numepamypol Bvt mosxceme natimu Ha catime http://www.rmj.ru

12

PMOK, 2020 N2 5




