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atresia of the auditory canal, Itis necessary to understand the etiology of external auditory canal atresia
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plan the operation, predict complications and eliminate them in time, and
provide genetic counseling. The etiology of external auditory canal atresia
is divided into genetic factors and environmental factors affecting the
development of the external ear. Given that the auricle and external
auditory canal develop from the same source, microtia and atresia of the
external auditory canal often coexist, with atresia of the external auditory
canal occurring in up to 74% of patients with microtia.
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IMBPUOT'EHE3 U 3TUOITATOI'EHE3 AHOMAJINU PASBUTHUE
HAPYKHOTI'O CJIYXOBOTI'O ITPOXO/ZIA

KALIT SO’ZLAR/ ANNOTATSIYA/AHHOTAIIUA
KJIOYEBBIE CJIOBA:
aTpe3nd HapyHOI'o [lonuMaHue 3THOJIOTUM aTpe3Ud HAPYKHOIO CJIYyXOBOTrO
C/IyXOBOr'O MPOXOA3, NpoxXoJa HeOo6XO0ZUMO JJIs1 Pa3bsACHEHUSA COCTOAHUSA GOJIbHBIM
aHOMaJIMsl, MUKPOTHS, o
M 4jleHaM HX  CeMel, [JIJaHUpOBaHUA  OIepaluu,
I3THUOJIOTUA o
IPOTrHO3UPOBAHMUS OCJIO)KHEHHU u CBOEBPEMEHHOT0

npeojo/iIeHUusI  UX, TeHETUYECKOro  KOHCYJIbTHPOBAHMUSI.
ITHOJIOTUS ~ aTpe3uH  HAPYKHOTO  CJIYXOBOTO  MPOXoJa
KJIacCUPUIUPYETCS HA Hac/ieACTBEHHbIe PAKTOPHI, BAUAIOILIHE
Ha pa3BUTHE HAPYKHOTO yxa, U paKTOphl OKpYKalolei cpefpl.
Y4uThIBasi, YTO ylIHAsi PAaKOBMHA U HAPYXHOTO CJIYXOBOTO
IpoxXoJia pa3BUBAIOTCA M3 OJHOTO MCTOYHHMKA, MUKPOTHUS U
aTpe3usi HApY>KHOTO CJYXO0BOr'0 MPOX0/ia YACTO COCYIECTBYIOT,
Opyd 3TOM aTpe3usi HaAPYKHOTO  CJAYXOBOrO Mpoxoja
HabstojaeTcs NouTH y 74% nauueHTOB C MUKPOTHEM.

Pa3BuTHe yxa - 3TO HempepbIBHbIA CJ0XHBIM MPOLECC, KOTOPbIM HAaYUHAETCA B
HayaJsie 3MOpPUOHAJIbHOM XU3HU B TpeX 4acTAX U 3aBeplliaeTcd [0 MepPBOU JeKaJbl.
HapyxHbIll C/IyXOBOW MpPOXOJ, Pa3BUBAETCA B JBYX 4YacTsX, HAPYKHYI 4YacTb WU
NEepPBUYHBIM KaHa/Jl U BHYTPEHHIOK 4acThb UKW MeaTasibHYI0 NMpooOKy [1]. [IpuMepHo Ha 6
HeJiesIb NocJie 3a4aThs NEPBUYHbINA KaHal HAaUMHAEeT GOPMHUPOBATHCS JIMOO B pe3y/ibTaTe
yrjay6JieHus1 MepBOM Iiesu, JM60 B BUJEe HOBOW MHBArvHalyu B mpejesax 1-Ul Iyru.
[lonTBepkAeHWeM TMOC/AeJHEro CLeHapus fABJseTCd HeJaBHee UCCAe[OBaHUE,
HEOXKH/IAaHHO MOKa3bIBalolllee, YTO CJYXOBOM KaHas MbIIIEH MOJHOCTbI0 GpOopMHUpYeTCs
BHYTpHY NEPBOU Ayry [2]. ITO HEOXUJAHHO, IOTOMY 4YTO paHee NpeAIo0Jarajaoch, 4TO
CJIyX0BOHW mpoxoJ;, popMupyeTcss BHYTpHU nepBou wend [3]. MeaTasbHas npobka 3aTeM
06pasyeT MPOOKY M3 KJETOK, MpUJIerawiiux K 3Tou 1meau [4]. ITa KieToyHas npobKa
OyZeT NpoJoJKAaTh PacCHpOCTPAHATBCA BHYTPb OKPYKalOllled Me3eHXHWMbl, CTaHOBSChb
MOX0KUM Ha aJiel] BbICTYIIOM, YKa3bIBalOU[UM HA Pa3BUBAIOLIYIOCS MMOJIOCTb CPeIHETO yXa
[5]. BpicouyHble U CUTyaTUBHblE pa3/iMuusg B NpoJrddepanydu KJIeTOK, MO-BUAUMOMY,
BJIMSIOT Ha pacliMpeHUe U HallpaBJIEHHbIM POCT MeaTaJTHOU NPOOKHU, KOTJa OHA HAYUHAeT
pasBuBaThcA. [locse 3TOro y sMoproHa nNposBJSeTCs OTJUYUTENbHAsA JBOUCTBEHHOCTD B
Pa3BUTHU HAPYKHOTO CJIYXOBOT'0 MPOX0/a: BHEIIHWM NEPBUYHbIN KaHaJl (KOTOPBIA CTAaHET
XPSAIIEBbIM YaCTH HAapY>KHOTO CJIYXOBOT'0 MPOX0/la) pa3BUBAETCS UHAYE, YeM BHYTPEHHUH,
MeTaJIbHOM NPOOKOM (KOTOPBIM CTaHET KOCTHBIM YaCTH HAPY»XHOT'0 CJIyXOBOr0 MPOX0/a)
[1]. [TepBOHaAYa/IbHO OTKPBIThIM ePBUYHbIA KaHaJ 3aKpbIBAeTCSl HA HEKOTOPOe BpeMs, a
3aTeM CHOBA OTKpbIBAeTCS BMeCTe C MeaTaJlbHOM NpPOOKOM, 06pasysd OJWH JJUHHBIN
npocBeT [6]. 3TO 3aKpbITHE ObLJIO CBSI3aHO C YAaJeHHeM NepruaepMbl. Y IMOPHOHOB MbIIIU
MOBEPXHOCTHBIK CJIOM MepuziepMbl, 0003HAYaeMbld OKpallMBaHUEM KepaTUHOM 8,
JIEVCTBYET KaK aHTUIIPUTapHbIM TePpJIOHOBBIM CJI0H, YTOOBI Jlep>KaTh MEPBUYHbINA KaHaJl
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OTKPBITBIM Ha paHHeM 3Tamne pa3BuTusd [1]. 3anporpaMMupoBaHHas Tubesb KJIeTOK, UJIU
afnonTo3, SIBJSETCS IMOBCEMECTHBIM SIBJIEHUEM B pa3BUTHUU. Ero poJsib B pasBUTHUU
C/yX0BOro Imnpoxofa oTMedasocb nosBiaeHue TUNEL-nosioXuTesnbHBIX KAETOK [7].
WHrubupoBaHue amonTo3a B NepuJiepMalibHbIX KJETOK MNPOJAEMOHCTPUPOBAJIO, 4YTO
VMMEHHO aloNTOTHUYeCcKas Tubesib epUuepMbl IO3BOJISIET IEPBUYHOMY KaHaJly 3aKPbIThCS
[1]. KaHan HakoHel, OTKpbIBaeTCsd 3a CYeT CO3JaHUS LeHTPaJbHOIro NpocBeTa. JTO
NPOUCXOAUT NMPUMEPHO Ha 16 HeJesie y MJI0/a, U eMy NpeJlIecTBYeT Npex/JjeBpeMeHHas
nporpamMma AudPpepeHUPOBKY, NpeAlIeCTBYOLAasA Pa3BUTHUI0O KOXKHU B APYrOM MecCTe, U
BKJIIOYaeT B CeDs1 alONTOTHYECKYH0 THUbOesb KJIETOK OpPOTrOBEBIIETO JIOPUKPUH-
HOJIOXKUTEJIBHOTO CJI0A IJIOCKOro 3nuTesnusd. CJI0)KHOe M MHOTO3TAallHOE pa3BUTHUE
CJIyXOBOT'0 MPOX0/a MOXET 0O0'bSICHUTh U3MEHUMBOCTb KakK N0 GopMe, TaK U IO 4acTOTe
BCTPEYaeMOCTH aTPe3Ur HapyKHOT'0 CJIyXOBOI'0 IPOXO/a.

HapyxHbIl1 CIyXOBOM NpPOXOJ, BO3HHUKAET M3 MepBOM TIJIOTOYHOM 1iead. OH
Ha4YMHAETCs C BISTUMBaAHUSA 3KTOlEPMbI MEX/1y IePBOM U BTOPOU iyraMu IJIOTKH, KOTOpas
NpPOCTUPAEeTCs BHYTPb K pa3BUBAIOILMUMCA CTPYKTypaM cpeaHero yxa. Ha 5 Hegese
SMOPHUOHAJBHOTO PA3BUTHS 3TOT IKTOZEepMasbHbIN JUBEPTUKYJI IPOCTUPAETCH K IJIOTKE
Y COZIEP>KUT NpoJindepupylolide 3KToJepMaJbHble KJIeTKHU, KOTOpble 00pa3yloT MsCHYIO
NpoOKy, 3aM0JIHAKIYI0 Becb NpocBeT. Yepe3 AecATh HeJeib OCHOBAaHHWE MSICHOU NMPOOKHU
paclupsieTcs N0 OKpyKHOCTH, CO3/1aBasi JUCKOOOPAa3HYI0 CTPYKTYPY.

K TpuHaguaTtod Hezdese 3Ta AUCKOOOpa3Hass MNpPoOKa BXOAUT B KOHTAKT C
NpUMOPJHAJbHON MOJIOTOYEK MeJHa/lbHO, CHOCOOCTBys OyAyuieMy (GpOpMHUPOBAHUIO
6apabaHHOM nepenoHku. K nATHaALLaTON HeJesle AUCKOOOpa3Has NpobKa paclyenseTcs,
OCTaBJISI MOCJe cebsl TOHKHWM CJI0M 3KTOJlepMaJsibHbIX KJIETOK He3pesiod 6apabaHHOU
nepenoHkH. [Ipojo/mkeHre TOHKOM KOXHU YITHOW PAaKOBUHBI BBICTUJIAET BECh HAPYKHbIN
C/lyXOBOM TpPOXOJ, ¥ BHEILIHIOK IOBEPXHOCTb OapabaHHOM MepenoHKU. HapyxkHbIn
C/IlyXOBOW TMPOXOJi MOJHOCTbIO MNPOXOJAUM U paclIupsieTcsd [0 MOJHOU ¢GOpMbl K
BOCeMHa/LuaTou HegeJte. K KOHIy 4-U HeZle/1M pa3BUTHA YIIHASA paKOBHMHA Pa3BUBAETCA U3
6 Me3eHXUMaJIbHbIX pa3pacTaHui / OMyxoJiel, U3BECTHBIX KaK OYyTOPKH, IPOUCXOAAIIUE OT
NepBOM U BTOPOU TJIOTOUHBIX AYT, KOTOPbIE OKPYXKAIOT MEPBYIO IJIOTOYHYO Iesb. Ha
KaXX/[OU CTOpOHEe Hapy:KHOrO MpoXoJa eCcTb TpU Oyropka mpejcepAus, KOTOpble CO
BpeMeHeM CJIUBAKTCS, 00pa3ys YIIHY0 pakoBHHY. [lepBble Tpu 6yropka ylurHOW paKOBUHbBI
BBIXOJAAT U3 MEPBOW IJIOTOYHOW AYTHM U JAKOT HA4YasJo KO3eJIKY, CIMpaJu U PAaKOBUHE
Tapesiku. [locseHYe Tpu 6yropka npejicep/iusi BOSHUKAKOT OT BTOPOU IJIOTOYHOU AYTH U
JIAI0T Ha4yaJI0O paKOBHHE, aHTHUXEJUMKC U aHTUTparycy. HapyxHble ylii Ha4YUMHAKOT CBOe
9MOpPHOJIOTUYECKOE Pa3BUTHE B HIDKHEM 4YacTH LIeM W MOCTENEeHHO NOJAHUMAKTCA
3a/iHeJIaTepaJIbHO [0 YPOBHS I'J1a3 10 Mepe Pa3BUTHS HUXKHEH 4esttocTH [ 8].

[Topoku pa3BUTHSA yXa MOTYT UMeTb FreHETUYECKUI UJIU IPUOOPETEHHbIN XapaKTep.
Cpenyd  BpOXJAeHHbIX MOpokoB pa3BuTtusa 30% cBfI3aHBl C  CHHJApPOMaMH,
CONPOBOX/ALUMHUCS [JONOJHUTENbHBIMUA NOPOKAMU PA3BUTHUA U/UIN GYHKLIMOHATBHON
NoTeper OPraHoOB M CUCTeM OpraHoB. [IpuMepamu ABAAKOTCA OTOdanaabHbIN JA30CTO3
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(HanpumMmep, cuHapoM Tpudepa-Kosnunsa, cungpom [osbaeHxapa), YepenHO-JULEBOU
An30cTo3 (Hanpumep, cuHpoM KpysoHa, cuHijpoMm Anepa), 0ToLepBUKaJbHBIA JU30CTO3
(Hanpumep, cuHApoM Kiunnensa-®eitnsg, cuHApoM BusbaepBaHka), OTOCKeJE€THBIU
An3ocTo3 (HanpuMmep, cuHapom Ban nep XyBe-ae-KieliHa, cunapoM Anbbepca-lllenbepra)
Y XpOMOCOMHBIE CUHJPOMBI, Takhe Kak TpucoMusa 13 (cunzpowm Ilastay), Tpucomus 18
(cunapoMm 3aBapca), tpucomus 21 (cungpom JlayHa) u cungpom 18q. HecunpomMasibHbie
NOPOKM pa3BUTUSI yXa NOKA3bIBAIOT TOJIbKO aHOMaJMM yXa 0e3 KaKuX-JMb0 ApYyrux
nopokoB pa3BuTus [9]. Tewfik et al. [10] ony6/1nkoBaivi noApPOOHBIN CHUCOK CUHAPOMOB U
COCTOSIHWM, CBSI3aHHBIX C BPOXK/IEHHbIMU NIOPOKaMH pa3BUTHS yxa. [Ipy Bcex reHeTUYeCKH
JleTEPMUHHUPOBAHHbIX TOPOKAX pa3BUTUS (CUHAPOMAJIbHBIX U HECUHAPOMAaJIbHbIX) MOXKHO
NpeAIoJIOKUTh BBICOKYI0 YacTOTy CIOHTAaHHbIX TeHeTHU4YeCKMX MyTauui [11]. B
MHOT0YHUCJEHHbIX UCCIE€0BAHUSAX, 0COOEHHO UCCIe[JOBAHUSX PAa3BUTHS BHYTPEHHETO yXa,
pas/jvyHble TeHbl, (AKTOPbl TPAHCKPUILMH, (PAKTOpPbl CeKpeLuH, (PakKToOpbl pOCTa,
pelenTopsbl, OeJIKU KJAeTOYHOUM aJire3un U Jpyryue MOoJIeKYJibl OblIM UAEHTUGULUPOBAHBI
KaK OTBETCTBEHHbIE 32 IOPOKU pa3BUTHA yxa [12,13].

Bpox/JieHHble TIOPOKM pa3BUTHUA yxa C OYEBUJHBIM CeMeWHbIM aHaMHe30M
JIeMOHCTPUPYIOT ayTOCOMHO-JOMHMHAHTHOEe HacJiejoBaHWe npuMepHO B 9% ciy4aes,
ayTOCOMHO-peLlecCMBHOe HacsenoBaHue okosio 90%, u X-cuemieHHOe HacjeJoBaHUe
okoJs10 1% [14]. HecunpoMaJsibHble BPOXK/leHHbIe HAapyIIEHUs CIyxXa UMEIOT COBEPLIEHHO
VHOE paclpoCTpaHeHUe: ayTOCOMHO-JJOMMHAaHTHOe HacsegoBaHue npubJs. 30% ciayvaes,
ayTOCOMHO-peLecCUBHbIN 0K0J10 70%, cuensieHo ¢ X-XpoMOCOMOM 0K0J10 2-3%, a UHOTAa U
MUTOXOH/PUAJILHO-CIIeNJIeHHOe HacsenoBaHue [15]. C Apyroil cTOpoHbI, Y MalMEHTOB C
CeMeHMHOW HeCUHJpOMaJlbHOM MHMKPOTHEH BbICOKOW cTeneHH Katzbach et al. [16]
COOOIIMJIM O TMPEUMYIIECTBEHHO AayTOCOMHO-AOMWHAHTHOM HAC/JAeACTBEHHOCTU C
epeMeHHON NMeHeTPaHTHOCThI0. [[puobpeTeHHble MOPOKU Pa3BUTHS yxa BO3HUKAKOT B
pe3yJ/ibTaTe 3K30TeHHOT0 MOBPEeXJeHHs BO BpeMsl 6epeMEHHOCTH.

Noxae BkJIOHYalOT UHPeKUUU (Mpexae BCEero BUPYCHbIe: MOATBEPXKJAEHbl AJIs
KpacHyXd, LMTOMerajoBMpyca M BHUpyca NpPOCTOro repreca, BO3MOXHbI KOpPb,
3MUJIEMUYECKUN MApPOTHUT, TeNaTUT, OJMOMUEUT, BeTpsiHas ocma, BUpycbl Kokcaku u
Bupycbl ECHO, Tokconiazmo3 u cupuinc), XMuMrUYeCKHe areHThl, HeJloeJlaHue, 00JIy4eHue,
Pe3yc-HecoBMeCcTUMOCTb, TUIIOKCUS, Hepenajibl aTMOCHEPHOTO JaBJEHUS M IIYMOBOE
BOo3/encTBUE [14].

CrnegyeT mpvUHUMaTh BO BHHUMaHMe KpPOBOTeUYEeHHs, BO3HHUKAIOIIUMe B IepBOU
NI0JIOBMHE OepeMeHHOCTH, U HapylleHUs1 oOMeHa BellecTB, TaKue Kak Auabet [16]. Cpeau
XMMHUYECKUX TEepaTOTeHOB Mpeo6JaZlalolly0 poJib UTPAlOT JieKapCTBEHHbIE Npenaparhl,
IPKUM HOPUMEPOM KOTOPBIX SABJSAETCA TaJUJOMH/Jl, NPUBEJAIIUNA K 3HAYUTEJbHOMY
YBEJIMYEHUI0 4YaCTOTbl I[OPOKOB pa3BUTHUA B Havajse 1960-x rr. XWHUHOBbBIE U
aMHHOTJINKO3WU/AHblE aHTUOMOTUKU TAaKXKe BbI3bIBAIOT MOPOKMU pa3BUTHUA. LluTocTaTuku n
JIEKapCTBa, MCIOJIb3yeMble MPU JIeYeHUU 3MUJIeNncur (Hanpumep, AUGEHUITHIAaHTOMH,
TPUMeTaZMOH U BaJIbIIPOMHOBAsA KUCJIOTA), TAKKe MOTYT ObITh NpUYMHOU. Kak ypeamMepHO
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BbICOKHE J03bl PETMHOEBOM KHUCJIOTHI (3MOpPUONATHS PETUHOEBOU KHCJIOTHI), TaK HU
Aebuuut ButamuHa A (VAD-cuHpoM) BO BpeMsi 6€peMeHHOCTH MOTYT BbI3bIBaTh NOPOKHU
pasBuTud yxa [17],[18, 19].

BbL10 Ipe/j10’)keHO MHO>KECTBO JI0TIOJIHUTEJIbHBIX JIEKAPCTB, BbI3bIBAKIIMX IOPOKHU
Pa3BUTHS, a TaKKe TOPMOHbBI, HAPKOTUKHU, aJIKOT0JIb U HUKOTUH. ATeHTbl OKpY»Kalollen
CcpeAbl, TakKhe KaK TrepoOULU[bl, PTyTbCOAepKaliue QYHTULUABI U CBUHEL, MOTYT
OKa3blBaTb TepaToreHHoe AeunctBhe. OJHAKO BO MHOTUX CJy4Yasax JeWCTBUTeEJIbHas
npu4yrHa HeusBecTHa [20], MOCKOJIbKY JjlaJieKO He BCe NalMeHTbl C BO3MOXHBIMU HWJIU
N0JI03peBAaEMbIMU TE€HETHUYECKH OOYCJA0BJEHHBIMM NOPOKAMU Pa3BUTHUS MOTYT OBITh
NOJIBEPTHYTbl TE€HETHYECKOMY aHa/M3y, MHOTHE OTBETCTBEHHble Te€Hbl [0 CHUX IOP
HEW3BECTHBI, a aHAMHECTUYECKHE UJIU KJINHUYECKHE JaHHblE OTHOCUTEJIbHO 3K30T€HHbIX
BJMSIHUM MOXKET OBbITh HESICHbIM WJIM OTCYTCTBOBaTb. [l03TOMy HeyAMBUTENBHO, UTO
coobulaeMble MNpPOMNOPLUUM TeHeTHYeCKM [JeTEPMHUHUPOBAHHBIX W HeTreHeTHUYeCKHU
JleTEPMUHUPOBAHHbIX MOPOKOB Pa3BUTHUS yXa CUJbHO pasyiuyaroTcsa. Hampumep, npu
KOMOWHHMPOBAaHHOM IMOPOKEe pa3BUTHUS yxXa, ONMCAHHOM Kak atresia auris congenita,
HeCUHJpoMaJibHasl HacJie[[CTBEHHasi 3THUOJIOTUS 0e3 accolualydu C CUHAPOMOM OblLia
3apeructpupoBaHa B 20% csy4aeB, accoyuanus ¢ cuHapoMoMm — B 10%, a npuobpeTeHHas
NpUpo/ia, BO3HUKAWLIAA B pe3y/bTaTe BO3/JeNCTBUA TepaTOTeHHbIX BellecTB, — B 20%
cayyaeB 0,05%; TakuM o06pas3oM, HpejloJiaraeTcsi, YTO CIOHTAHHble TeHeTUYeCKUe
MyTallM¥d OTBETCTBEHHbI 3a GOJIBIIMHCTBO TaKUX MOPOKOB pa3BuTus [21]. HanpoTus,
npejrnoJsiaraeMbld BKJIaJ, 9K30TeHHbIX (PAKTOPOB B MOPOKU pPa3BUTUS HAPYXKHOLO yxa
(ocobeHHO y1IHOUM pakoBUHbBI) cocTaBaseT 10% [22, 23].

BoeiBoA,. ['eHeTUYeCKUe HMCC/e[JOBAaHUS UIPAIOT KJKYEBYH pOJib B ONpefesieHUuU
NPUYHMH CHUHJPOMOB, CBSI3aHHbIX C aTpe3Wel Hapy»KHOro CJAyxoBoro mpoxoga. Ilytem
CO3ZlaHUsl W U3y4YeHUs1 MoJeJsied Ha >KUBOTHBIX OyAyT 6o0Jiee MOAPOOHO BbISICHEHBI
reHeTUYECKHUEe MeXaHU3Mbl (QOPMHUPOBAHUS HAPYXKHOrO yxa, a MNpodUIaKTHUKa
OCJIO)KHEHUW, a TaKKe paHHee BbIfIBJIEHUE CTaHyT 6oJiee 3QPeKTUBHBIMU. Takxke
HE00X0AMMO NPOBECTU CTATUCTUYECKUH aHa/in3 (PaKTOpPOB pUCKA HECUHAPOMAJIbHOM
aTpe3MM HAPYXXHOr0 CJYXOBOTO IMpOX0oJa U MPUHATh MNPOPUIAKTUYECKHUE MEphI,
OCHOBaHHbIe Ha J0Ka3aTeJbCTBaX. M3yyeHrWe B3aUMOJAEWCTBUA MeXAY FeHeTU4eCKUMH
dakTopamMu U paKTOpaMH OKpPYKalollel cpe/ibl MTO3BOJIMT O0Jiee TOYHO NPOTHO3UPOBATH
PUCK peldAvBa W TMOTEHIMaJbHble NPOPUIAKTHUYECKHE Mepbl, a TaKXKe MOMOXET
pa3paboTaThk Apyrue HeEXUpPypruieckrue MeTOoAbl JJeYeHUsI B Oy Ayl eM.
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