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[Ipedcmasnen ananuz aumepamypul, ROCEUCHHOU SMUON0UU, NAMO2EHE3Y, 2UCMOA0UU U KAUHUYeCKOol KapmuHe anomaniuu [lemep-
ca. Ha ocroge smux danHbIx U cOOCMBEHHO20 ONbIMA ABMOPbL ONUCHLEAIOM ONOPHblE Kpumepuu oupgepeHyuaibHo20 0UuazHo3a u 1e4eOHy
makmuky, 0arom npocHO3 U PeKOMeHOAuUlU NO 6e0eHUI0 NAUUCHMOE C MO MANUCENO0U 8PONCOCHHOU AHOMAAUEH.
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This article presents an analysis of the literature on the etiology, pathogenesis, histology, and clinical picture of Peters’ anomaly. Based
on this data and their own experience, the authors describe the key differential diagnosis criteria and treatment strategies, provide a prognosis
and recommendations for the management of patients with this severe congenital anomaly.
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Anomanus Iletepca (AIl) — penkoe BpoxaeHHOe 3a60J1e-
BaHMe MepeHEro CerMeHTa 1J1a3a, Ha3BaHHOE B YeCTh HEMEIIKOTO
odranbmosora Anbppena Ilerepca, KoTopoe BO3HUKAET U3-
3a IMCTeHE3UHU MePeTHEro CerMeHTa I1a3a BO BpeMs BHYTPUYTPOO-
HOTO pa3BUTUSI C YacToToit okosto 1,5:100 000 XX1uBOPOKACHUI 1
sIBJISIETCS IBYCTOpOHHUM B 80 % ciydaes [1]. XapakrepusyeTcst

LIEHTPAJIbHBIM TTIOMYTHEHUEM POTOBUIILI PA3JIMUHOTO pa3mepa C
COOTBETCTBYIOLIMM JAe(MEKTOM 3aJHE CTPOMBI, 1€CLIEMETOBOM
MeMmOpanbl (JIM), sHIOTENIMS U CpallieHUEeM C PaayKKoil, Ipu
9TOM COXPaHSIETCs MPO3PauyHOCTh Mepudepruyeckoin YacTu po-
roBulibl [2, 3]. B HacTosiee Bpemst Bbiaesiior 2 Tuna AIT. AIT 1
THUIIA XapaKTepU3yeTcsl IEHTPaIbHBIM TOMYTHEHUEM POTOBUIIBI,

© MneckoBa A.B., letagapsiH B.P., 2026 157


https://crossmark.crossref.org/dialog/?doi=10.21516/2072-0076-2026-19-3-157-161&domain=pdf&date_stamp=2026-03-11

CpallleHHBIM C PaIYXKOii. [Tpr 9TOM XpycTalMK COXpaHsIeT CBOIO
MPO3payHOCTh U 00BIYHOE MmosioxkeHue. [lopaxkaeT mpeumylie-
CTBEHHO OJIVH IJ1a3, XapaKTepu3yeTcsl MEHbIIUM KOJUYECTBOM
BUTPEOPETUHAIBHBIX U CUCTEMHBIX aHOMaJIMIi MO CPaBHEHUIO
¢ tTunoM lI, umeer xopoumit mporHos ajs1 3penus. All 11 Tuna
B JIOTIOJTHEHUE K MTOMYTHEHUIO POTOBUIIBI U UPUIOKOPHEAb-
HBIM CpaIllEHUsIM XapaKTePU3yeTcsi KePaTOJEHTUKYISIPHBIMU
CpalIeHUsIMU, XPYCTAIMK MYTHBIA W MPUJIEKUT K SHIOTEIUIO.
ITaTonorust 0ObIYHO ABYCTOPOHHSISI, YaCTO COIPOBOXIAETCS
CUCTEMHBIMM aHOMAJIMSIMU: pacCIEeIUHON ryobl/HEOA, HUBKUM
pOCTOM, aHOMaJIMEH yilleil, yMCTBEHHOI OoTCTaNoCcThio [3—5].
B aToMm 0630pe npeacTaBieHa 3TUOJIOT s, TaTOreHe3, TMCTOJIOTHS,
KJaccudukaiys, 1MarHocTruka u jedeHue All.

Tun nacnegoBanus npu All oObIYHO criOpagUYeCcKUi,
XOT$ B JIUTepaType coodIaeTcs 00 ayTOCOMHO-AOMUHAHTHOM
U PELIeCCUBHOM HacJIeI0BaHWUU B pe3yjbTaTe OJIM3KOPOICTBEH-
HbIX OpakoB. Y aeteit ¢ All Takoke oOHapykeHbI cienuduyecKkure
XPOMOCOMHbIE aHOMaINU [6—8]. AHOMAaITHsI MOXKET ObITh CBSI3aHA
C MyTalMSIMU WU A€JIeIIUSIMU TOMEOOOKCHBIX TeHOB, Y4aCTBYIO-
LIKMX B pa3BUTUU MEPEIHET0 CErMeHTa, TaKuX Kak PAX6, PITX2,
PITX3, COL4A1, FOXCInu COL6A3 |9, 10], npu atom PAX6
u FOXCI siBnsiioTcst HanboJiee pacrpoCTpaHEHHBIMI My TaLIUsI-
MU reHOB. ['eHbl PAX6, PITX2u FOXCI cBsI3aHbI C MUTpaLICii
KJIETOK HEpBHOTO IpebHs1, a reHbl PITX3 u FOXE3 BaxHbI
17151 (popMUpPOBaHUSI ITy3bIPbKOB XpycTaiuka. Myrauuu B SOX2
obHapyxeHbl Tpu All ¢ ApyrumMu COMyTCTBYIOIIMMMU TJIa3HbI-
MU JedeKTaMu, TAKUMU Kak MUKpodTaibM/aHodpTanbpm [10].
M3-3a nepekphIBalOIIMXCSI TeHETUUECKUX MyTaluuid Mexxay ATl
U IPYTUMU T€HETUUECKUMM 3a00J1€BaHUSIMU, HAMPUMED, CUHIPO-
MoM AKceHpelbaa — Purepa, reHoTunmuecku-(QeHoTUIuecKast
KOppeJsiys o0bIuHO 3aTpyaHeHa [11, 12].

AHoMaInu pa3BuTUs (MU IUCTeHE3UN ) TIepeIHEero OTpe3Ka
IJ1a3a MpeICcTaBIeHbl BeCbMa MOJUMOPQHOI MaTOJIOr1ei, KOTO-
py1o 00beNUHSIET MPUHLIMITUATBHO €AUHbINA, SMOPUOHATbHBII
MEXaHU3M MaToreHesa.

[lepenHuii oTpe3ok ra3za GopMUPYETCS U3 HECKOJIbKUX
9MOPUOHANIBHBIX UCTOUHUKOB. Tak, aMUTEIUATbHBIN CIOi
pPOTOBMIILI 00513aH CBOUM TMPOUCXOXIEHUEM Hapy>KHOMY,
9KTOJepMabHOMY JUCTKY a3MOpuoHa. M3 aToro xxe aucrka
Ha 4-ii Henesle SMOpUOreHe3a OTMOYKOBBIBAETCSI TaK Ha3biBae-
MBIl XpYCTAJIMKOBBIi My3bIpeK. [TepBoHaUYaIbHO MPOCTPAHCTBO
MEXKIy 9KTOAEPMO 1 3a4aTKOM XpYCTaJuKa MIOTHO 3aMOJHEHO
MEPBUYHOI ME3eHXMMAaJIbHOI TKaHblO. B manbHeiilieM B Hee
AKTUBHO MUTPUPYIOT KJIE€TKM BHYTPEHHETO, HeipoepMaibHOTO
JIMCTKA (HEpBHOTI'O rpebelika).

ITepBast Takast BOJHa MUTpAIlMU AaeT HaYaJI0 SHAOTEIUIO
pPOTOBUIIbI, BTOPasi — CTPOME POTOBUIIbI, TPEThSI — CTPOME pa-
JIY>KKU 1 KOpHEOCKJIepajlbHOI TpadekyJe. [lajee, mapajieabHO
Pa3MHOXEHMUIO U I03PEBAHUI0 POCTKOBBIX KJIETOK MPOUCXOIUT
pa3pexeHue MepBUYHON Me3eHXMMaJIbHOI TKaHu. ObpasyeTcst
1eJib — Oyay1as nepeaHsis kamepa riiaza. K MoOMeHTY pokaeHUst
nuddepeHIIMpoBKa CI0eB POTOBUILIBI TPAKTUYECKM 3aBepIlieHa,
co3peBaHMe ke CTpyKTyp yria nepeaHeii kamepsl (YITK) npomosn-
JKaeTcsl, o MeHbIIIe Mepe, ele roj rnocie poxaeHus. KoHTposb
HaJl BCEM 3TUM TOHKHUM ITPOLIECCOM KJIETOYHOI MUTPALIMU, TTPO-
nudepaunu u AudhepeHLIMPOBKY OCyIecTBsseT reH PAX-6 (reH
AHUPUIUU), PACIIONOXEHHBIN Ha 11-it xpomocome [3].

B cuny HaciencTBeHHOU MM MPUOOPETEHHOM TeHHOM
abeppalliM OHA M3 BOJH POCTKOBBIX KJIETOK MOXET OKa3aTb-
ca neeKTHOI, HenoaHoLeHHOM. COOTBETCTBEHHO, TMPOLIECC
pasfesieHus U co3peBaHUsl CTPYKTYp TMepeaHeil KaMepbl ocTa-
HOBUTCSI Ha OTHOM M3 MPOMEXYTOUHBIX cTaauii. Takoi ria3
MocJjie poxXaeHus1 OyAeT HECTU B ceOe MpU3HAKKU d9MOPHOHAIb-
HOro, npeHatajbHOro crpoeHusi. Hanbosee npoOaeMHbI BUI
aHoMayiumu pa3Butusi — 310 All, KoTopas npeacranisieT codboit

JIOCTAaTOYHO TSXKEJIbI MOPOK pa3BUTUS, MOPAXKAIOIIMI MpaK-
TUYECKU BCE CTPYKTYpPHI MEPEAHEro oTpe3Ka riasa. Xapakrep-
HOIT 0COOEHHOCTBIO pOoroBulibl pu All sIBsIETCS KICTOHUYEHME
u/vim orcyrcreue JIM 1 sHIOTeIUs B 00JIACTU TTOMYTHEHUSI
pOroBulIb [2]. DTU pe3yabTaThl, MOATBEPKACHHBIE 2JIEKTPOHHOMI
MMKPOCKOTMHUEH, MpearnoaaraloT aHoMajvio pa3BUTHUS, 3aTparu-
BAIOLIYIO JIEMEHTBI ME30JIePMaIbHOTO IIPOMCXOXKIEHHS (CTPOMY
U 9HAOTEIUIT). DHIOTEeIMATbHbIE KIETKU 3aMETHO UCTOHUYEHBI,
a IM B obJjlacTi MOMYTHEHHUSI pOrOBUIIbI He3peas. B mecte
cnaiku paay>Xku 1 JIM sHaoTenuaabHble KJIETKIA OTCYTCTBYIOT.
B nepegHux ciiosix poroBUlIbl, MOKPBHIBAKOLINAX 3aAHUN 1e(eKT,
00HapyXXMBaeTCs 1€30praHU3aLMsl SMUTENS POTOBULIBI C OTEY-
HBIMU U3MEHEHUSIMU U 3aMellIeHMeM OOYMEHOBA CJI0S1 TAHHYCOM.
KepaTouuTsl B niepeiHeil cTpoMe HOPMaJibHbIE C YBEJUYEHUEM
arolMTapHBIX KJIIETOK B pETPOKOPHEaIbHOM (hHUOPO3HOM CJI0C.
B 30Hax ¢ OTCYTCTBYIOIIMM PHAOTEIMEM OOHAPYKEHbI KIETKU,
MOXOXK1E TMCTOJIOTMYECKU HA SHIIOTEJIUM, UTO MO3BOJISIET MPE-
MOJIOXUTb, YTO CO BpEMEHEM MTPOUCXOIUT HeKasi hopMa SHIO0Te-
JIMAJIBHOTO CAMOBOCCTAHOBJIEHUS MTyTEM BEPOSITHOU MUTpauuu
SHIOTEIMATIbHBIX KJIETOK ¢ Tieprdepun B LieHTp [3]. [Tepudepuye-
CKasl YaCTh POrOBUIIbI UMEET HOpMaJIbHOE CTpoeHue. TpabeKyJsip-
Hasl CeTb IEMOHCTPUPYET UBMEHEHM S, XapaKTePHbIE U1 3peJioi
pPOTOBUIIbI, TAKME KAK IIIMPOKOIOJIOCYATbI KOJIJIAareH U HAJIMYKE
(arouMTUPOBAHHBIX TUTMEHTHBIX TPAHYJI B SHIOTEINH.

JeTsaM ¢ BpOKIeHHBIMU TOMYTHeHUsIMU poroBulibl (BITP)
TpedyeTcs TuaTeJbHoe 0(pTaJbMOJOTMUYECKOE U CUCTEMHOE
obcnenoBaHue [13—15]. Heob6xoamMM KOMIUJIEKCHBII TTOAXO]I
C MPUBJIEYEHUEM JETCKUX ODTAIBMOJIOTOB, 3aHUMAIOLIMXCS
MaTOJIOTUEN POrOBULIBI M INIAYKOMOM, IMarHOCTUKOM 1 JICYEHUEM
KOcorjaa3usi,— reauMarpa, reHeThuKa U IETCKOTO aHEeCTe310J10Ta.
OOBIYHO TMearaTpbl MepBbIMU OOpalaloT BHUMaHWEe Ha 1IeH-
TpajbHOE TOMYTHEHUE POTOBUIIBI, BUAMMOE HEBOOPY>KEHHbBIM
IJ1a30M, M HaIpaB/sIlOT Ha JajibHeillee obOclienoBaHue K od-
TasibMosiory. TpeOyeTcs TiiaTebHbIl COOp aHaMHe3a 0 TeUeHU U
0epeMEHHOCTHU C MOAPOOHOCTSIMUA O KPOBHOM POJCTBE POAUTE-
JIeii, COCTOSIHMH 3[10POBBS U143 OpaTheB, CECTEP U APYTUX YWICHOB
ceMbu. BaxkHO MpOBOIUTH CKPUHUHT HA CUCTEMHBIE aHOMAJIUU
C OLICHKOI COCTOSIHUS Cep/lia, HEPBHOWM CUCTEMBI, CyXa, Yb-
Tpa3BykoBoe oocienoBanue (Y3W) OprolitHO MOIOCTU. Y TaKKX
MalMEeHTOB BO3MOXHBI 33JiepXKa Pa3BUTUS, CYIOPOXHbBIE pac-
CTPOMCTBA, aHOMAJIUU LICHTPAJIbHOM HEPBHOM CUCTEMbI M KPaHU-
oanmanbHble aHOMAJTUU CKeJIEeTa, TOPOK PA3BUTHS KOPbI FOJI0B-
Horo Mo3ara. Beicokuii ypoBeHb (71,8 %) cuCTeMHOM IMTaTOJIOTMK
BCTpeYaeTcsi Py ABYCTOPOHHMX MopaxkeHus1x. OObIYHO TpeOyeT-
cs1 00cienoBaHKe MO HAPKO30M MOCJIE MTPEeIBAPUTEIbHOM OLIEH-
KM HEOHATOJIOTOM [IJIi UCKJIIOYEHUS IPYTUX COMYTCTBYIOLIMX
BPOX/IEHHBIX TOPOKOB pa3BUTUsL. Pojib 1eTCKOTO aHecTe3nosora
HeJIb3$51 HEZI0OLIEHUBATD, TOCKOJIbKY COMYTCTBYIOIIUE CEPACUHbIE
U/VIN JIMLIEBbIe aHOMAJIUU TPeOyT 0co00ro BHUMaHuUs [5].
ATl MOXeT conmpoBOXIAThCSI HUCTaTMOM, MUKPOKOpPHea, 10~
CKOI POrOBUIICH Y TJTAYyKOMOM M3-3a IMCTEHE3UU YIJia U Herpa-
BUJILHOTO pa3BUTUsI TpabeKyasipHoit cetu u LlliiemMoBa KaHaua.
BpoxnenHas rnmaykoma HaOmogaetcs B 50—70% cinydaeB u
O0OBIYHO MPOSIBJISIETCS B TEUEHUE IOfia MOCJIe POXKACHHUS, HO MHO-
rna u B 6osiee ctapiieM Bo3pacte. I1pu AIl Moryt BcTpedaThest
AHOMaJIMU Paly>KK1, XOPMOPETUHAJIbHAS KOJIOOOMa, TUCTLIa3Us
CeTYaTKU, MEePCUCTUPYIOLIEE TUTIEPILUIACTUYECKOE TTEPBUYHOE
CTEKJIOBUJTHOE TEJI0, TUITOILIA3Usl 3pUTEIbHOTO HEPBA, KoJloboMa
nnTo3 [16, 17]. ATl auarHocTUpyeTcs KIMHUYECKH, TTOCIIE YETO
MPOBOASTCS HEOOXOIUMbIE UHCTPYMEHTAIbHbIE UCCIEI0BAHUS
IIJIS1 OLIEHKY CTEIEHU MOPaXEeHUs CTPYKTYP I1a3HOTO 51010Ka U
orpeziesieHus Je4eOHOM TaKTUKU.

Ilo crenenu TsKecTu 3aboJieBaHME KaacCUPUIIMPYETCS
Ha JIETKYI0, CPEIHION0 1 TseKeyto hopMel [ 18]. Jlerkast crerneHsb:
HepaBHOMEepPHasl TOJIIIMHA pOroBUllbl ¢ Aepektamu JIM 1 sH10-

1 58 Peters’ Anomaly: clinical picture, diagnosis,
differential diagnosis, treatment.
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Tessi 6e3 UPUAOKOPHEAIbHOM aare3un, XpyCTaIMK MPO3PavyHbIiA.
VIIK oTKpBIT. YMepeHHas CTeleHb XapaKTepu3yeTcsl HepaBHO-
MEPHOM TOJIIMHONW POrOBUIIbI U UPUIOKOPHEAIBLHOM aire3u-
eii, KoTopas MOXeT HabJloJaTbCcsl B OMHOM-TPEX KBaJpaHTax.
IIpucyrcTByet paznuuHas cterneHb 3akpbiTusl YIIK. Tsokenas
(opma: HanTMYMe UPUTIOKOPHEATbHBIX U KEPATO-JIEHTUKYJISIPHbBIX
CpallleHUIi ¢ MOJHBIM 3aKpbITUEM Bcex KBaapaHToB YIIK, Bo3-
MOXHBI POTOBUYHbIE CTADUIOMBI.

B xommnekc obcnenoBanust aeteit ¢ BITP Bxoaut doto-
peructpanus nepeaHero ornena riaza (ITOIN) nng cpaBHe-
HUS NPEeAONePallMOHHON U MOCJEOIEepaAllMOHHON KapTUHBI,
V3U ¢ uszMepeHueM mnepeaHe3aaHEero pa3Mepa ria3Horo
s610Ka U B-ckaHMpOBaHUS, UTO MO3BOJISIET OLUEHUTh COCTO-
SIHUE CTEKJIOBUIHOTO Tesa U ceTyaTku. [TockosbKy oObluHas
OUMOMMKPOCKOITHS C TIOMOIIBIO 111€JIEBOM JJAMITbl U3-32 MYTHBIX
cpel MCKIIIoYaeT BU3yalu3aluio nomiexaiux crpykryp IO
OGeClLIeHHBIM UHCTPYMEHTOM JJIS1 OLIEHKU COCTOSIHUSI POTOBULIbI
SIBJISIETCSl YIbTpa3BykoBasi ouomukpockonus (YbM), no3so-
JISIIOILAsl OLEHUTD TOJUIMHY U CTPYKTYPY POTOBUILIbI, TIyOUHY
repeHe KaMepbl, a TAKXKE ONPEAeIUTh B3AMMOCBS3b PALYXKKH,
XpycTajvKa U LIWJIMAPHOTO TeJla C POTOBULICH U B psjie clyyaen
BU3yanu3upoBaTh orcyTcTBUe JAM [19]. OnTryeckasi KorepeHT-
Has tomorpacdust (OKT) ITOT Takke siBasieTCS LIEHHBIM UC-
CJIe[IOBAaHUEM JJISI KTUHUYECKOM OLIEHKU CTENeHU TOMYTHEHUS
poroBulibl y aeteit ¢ All, mockonbky obecrieunBaeT OoJibliiee
paspeuieHue, yeM YBM, npu 3ToM SBISISICh HEMHBAa3MBHBIM
u obicTpbiM MeToioM. OKT nmomoraer oLieHUTh aHATOMUYECKUE
0COOEHHOCTU U MPUHATH XMPYPrUYECKOe peluieHue, MPOBOIUT-
csl TIOJT aHEeCTe3Ueil Tepe1 epecaakoil pOroBULIbl U/UIU MOCIe
Hee. CKaHUpYETCs LIEHTpabHast 6-MUUTMMETPOBAsi POrOBMIIA
C OCEBBIM paspelleHueM 5 MuKpoMeTpos [20].

BITP nipu AIl HeobxoauMo nuddepeHIpoBaTh CO CKIIEPO-
KOpHea, pOJA0BOM TpaBMOM, KepaTUTaMM, BPOXKIAECHHOM IJIayKO-
MOJ, MyKOIIOJIMCaxapau103aMu, BPOXXICHHOMN HACIEACTBEHHOM
9HIOTEeIUAIbHON AucTpodueit, 3aaHei moJuMophHON auc-
Tpodueil poroBuiibl, 3aIHUM KEPATOKOHYCOM U POTOBUYHBIM
nepmounioM [15, 16]. CkiaepokopHea — 3TO peaKast JUCTeHEe3UsT
MepeHero CerMeHTa IJ1asa, KIIMHUYECKU MPOSIBJISIIOLIAsICs KaK Me-
pudepuyeckas UM MoHasi cKiepaTusalivsi poroBUilbl C moTepeit
nuddepeHInpoBKY TMMOa. Yalle mopaxkaeTcsi BCsl TOBEPXHOCTh
POTOBUIIbI, B PEIKUX CITyYasiXx BO3MOXXHO COXpaHEHHUE MPO3pavyHoOi
YaCTH B ONTUYECKOM 30HE. OTINYUTETbHBIM TPU3HAKOM SIBJISIETCS
HaJIMYMEe MHOXECTBA MEJIKUX MIyOOKMX COCYIOB, BPACTAIOIIMX
Ha 1—2 MM ot niepudepru K LeHTpY. VI3 1pyrux ria3HbIX aHOMAaIUi
BO3MOXHA MeJIKasl mepeaHsisi Kamepa, MukpodraibM. Cucrem-
Hble aHOMAJIMU BKJIIOYAIOT aHOMAJIMM KOHEYHOCTEM, a Takxke
KpaHuodayaibHble /W1 MOYEITOJIOBbIe TOPOKU Pa3BUTHSI.

Ponpl ¢ ucnonb3oBaHMeM LIMMILIOB MPUBOAST K POJOBOM
TpaBME U BbI3bIBAIOT MOMYTHEHHUE POTOBUIIBI U3-3a Pa3pPhl-
Ba [IM. PaspniB JIM u3-3a IIUIILIOB BbI3bIBAET BEPTUKAILHbIE
pa3pbiBbl [IM, TOrAa Kak mpu BpOXKIEHHOH IlayKoMe HabJ1oaa-
I0TCSI TOPU3OHTAJIbHBIC WJIM LIUPKYJISIPHBIC ITOJIOCHI Xaaba [21].
MubekiimoHHbIe IPUYMHBI, TAKME KaK T'epHecHbIi U Oak-
TepUAJIbHBI KEPaTUT, BbI3bIBAIOT MOMYTHEHUE POTOBUILBI
Y HOBOPOXJIEHHBIX. BUPYCHBII KEpAaTUT YacTO MPOSBISETCS
B TeUeHUe 2 Hell Moc/e POXIEHUS] KaK MOMYTHEHUE POTOBUIIBI
¢ nedexroM anurtenusd. [lomyTHeHUEe pOroBUIlbl KpaitHe peiKo
BBI3bIBACTCSI BPOXKIECHHOM KPacHYX0i. DTa UH(EeKIUS mTpruod-
petaetcs B I tpumecTpe 6epemeHHocTH. [Tpn nHGbeKIMU Kpac-
HYXY TTOMYTHEHUE POTOBUIIbI BO3ZHUKAET M3-3a MOBBILIEHHOTO
BHyTpuriasHoro (BI'/l) nin KOpHeoO-XpyCTalIuKOBOM alre3unu.
Mykornosucaxapuao3 — 3TO JU30COMHOE HapylIeHUE Ha-
KOIUJIEHUS, HACJIEyeMOe MO ayTOCOMHO-PELIECCUBHOMY THUITY.
ITomyTHEeHME pPOroBUIIbI MPOUCXOAUT HA TIEPBOM TOJly XU3HU
M3-3a HAKOIUICHUS TJIMKO3aMUHOTIMKaHOB [22]. OTMeuaercst

nrdhy3HOE ABYCTOPOHHEE TOMYTHEHUE POTOBUIILL. JIpyrue npu-
3HAKM U CUMIITOMbI BKJIIOYAIOT TUTIEPMETPOTTUIO U aCTUTMATHU3M,
CYXOl KepaTOKOHBIOHKTUBUT, IJIAyKOMY, PETUHOMATUIO U OTEK
JIMCKa 3pUTeSIbHOTO HepBa. [lpyrue HapyllieHusl 0OMeHa BEeI1IeCTB,
TaKue KaK IMCTUHO3 U MyKoaunuao3 [V, Takxxe MOryT ObITh TPU-
YUHOI MOMYTHEHUST POTOBUIIbI Y HOBOPOXKIEHHbIX.

Mykonununo3s 1V saBisgeTcs KpailHe pelKuM MeTa0oJu-
YeCKUM PacCTPOMCTBOM, KOTOPOE MPOSIBSIETCS B TeUEHUE He-
CKOJIbKUX HefeNb Mocje poxaeHus. [ToMyTHeHe POTOBUILBI
1 KOCOTJIa31e MOTYT ObITh EPBbIMU OTJIMUMTEIbHBIMU TPU3HAKA-
mu. TpebyeTcs rocmuTanu3ays u3-3a TSKeJI0U ICUXOMOTOPHOM
3amepxkKu [23].

BpoxaeHHast HacaeACTBEHHasl dHAOTeAMaIbHas AUC-
tpodus (BHD/I) siBisieTcs ayTOCOMHO-pPELIECCUBHBIM 3a-
0ojieBaHUEM, TPOSIBISIETCS KaK IM(P@Y3HbII OTEK POTrOBUIILI
u3-3a AUCHYHKLUU pOoroBUYHOro sHporenusi. [Ipu BHO]]
HMEEeTCsI CUMMeTpuuHoe yTojieHue 1M B oboux riaszax.
B «Kunaccudukanuu nucrpoduii porouiisl IC3D — M3nanue 2»
TaK Ha3blBaeMasi ayTocOMHO-goMuHaHTHass BHD/I (paHee
HasbiBaBasicss BHDJI 1) Oblia nepekiaccuuiipoBaHa B 3a-
JIHIO MOJUMOPGHYI0 IUCTpOodUI0 poroBulibl. KinHuuecku
nposieasieTcs ee AMdGdy3HbIM ABYCTOPOHHUM MTOMYTHEHUEM
OT CUHE-CePOTO 10 MOJHOTO MOMYTHEeHUs1. ToIIMHA POTOBUIIBI
MpeBbIlIaeT HopMy B 2 pasa [24]. Jlepmoun — 3TO XOpUCTOMA,
B OCHOBHOM IPUCYTCTBYIOIIAS B OMUOYIb0apHOI YaCcTH, HO MHO-
r1a MOXET TPOPacTaTh B POrOBULLY U IIEPEKPBIBATH ONITUYECKUIA
neHTp. Ee pasmep moxeT BapbupoBaThcs. boibliive iepMoubl,
pacrpocTpaHsIoIIMecs] Ha ONTUYECKUIT LIEHTP, TPEOYeT XUupyp-
rMYEeCKOro BMellaTesbcTBa [25]. BpoxaeHHas rimaykoMa MOXeT
MPOSIBJISITHCS KaK ITOMYTHEHME POrOBUIIbI C MOBbIIIEHHBIM BI'/I.
OTJIMYUTEIbHBIMU MPU3HAKAMU BPOXKAEHHOM TJ1ayKOMBI SIBJISI-
10TCs1 OyTanbM, KpUBOJIMHEMHBIE ITOJI0CH Xaaba, MerajJoKopHea
U BKCKaBallus AucKa 3puTeibHoro Hepsa [10]. 3agHss moau-
MopdHas guctpodust porosuiibl (3I1J1P) — nporpeccupyioliee
ayTOCOMHO-IOMUHAHTHOE 3a00JieBaHKe, OOBIYHO BBISIBISIEMOE
Ha BTOPOM WJIU TPEThEeM AecCATUIeTUU Xu3Hu. [Ipu aTom 3a60-
JIEBaHUM SHJOTENIUN BeleT ce0sl KaK dMUTeIUaibHble KIETKU.
DnurearaibHbIe KJIECTKU MOTYT IpoHuKaTh B YIIK 1 pagyxky,
BbI3biBas noBbiieHue BI. [Manuentsl ¢ 3T1IP noasepske-
Hbl BICOKOMY PUCKY OTKPBITOYTOJBHON M 3aKPBITOYTOJbHOIM
[JIayKOMBI [26].

OCHOBHOI1 11e/1b10 JiedueHus1 nmaureHToB ¢ All sgBasercs
yJIydllleHue 3peHus] U NpoduiakTuka amoauonuu. BapuaHThl
JIeUeHU S BKITIOYAIOT MeTMKAMEHTO3HYIO TEPAMUIO /W XUPYP-
rMyeckoe BMenareabcTBo. KoHcepBaTMBHOE JieUeHUE BKIIOYaeT
OKKJTIO3MIO C MUIPUA30M Uin 6e3 Hero. OKKIII03MOHHAs Tepanusi
3¢ deKTUBHA B JIETKUX CIYYasx i NPOPUIaKTUKY aMOJIUOITUN.
IMokazaHusl K OKKJIIO3MOHHOM Teparnuy BKJIIOYAIOT MOJYIPO-
3payHOe TOMYTHEHWE POTOBUIIBI C BOBMOXHOCTbIO TIPOBEACHUS
o(hTanbMOCKONNU, OAHOCTOPOHHEE MOMYTHEHUE POTOBUIIBI
npu AlIl. TpebyeTrcst nmHamuyeckuii kKouTpoib BI'Jl y Bcex
nauueHToB ¢ AIl. OnqHakKo OCHOBHBIM criocobom Jieuenust Al
SBJISICTCS XUPyprudeckuit [16].

PeliieHue o mpoBeAeHUU OMepaliMy B TPYyIHOM BO3pacTe
3aBUCUT OT MHOXeCTBa (haKTOPOB: OT COCTOSIHUSI U TUIOTHOCTU
TIOMYTHEHUSI POTOBUIIbI, COCTOSIHUS XPYCTaIuKa U HAIUYUS
JIPYTUX TIa3HbIX aHOMasuii [14—16, 27]. Xupyprudeckue Bapy-
AHTBI BKJIIOYAIOT MepudepuyecKyto UpUIIKTOMUIO, €€ MOXHO
BBITIOJIHSATD B CTy4asix, KOraa MIOMYTHEHUE POTOBUILIbI YACTUYHOE,
XPYCTAJIMK MPO3payHbIii U cOXpaHeHa MPO3payHoOCTh nepudepu-
4yecKoit yactu poroBulibl [28]. Ilepudepuueckast UpUI3KTOMUS
sIBJISIETCS Oe30MacHOM orepalyeil 1 TpedyeT MEeHbILIEeTo Iocie-
onepalroHHoro yxoaa. CKBo3Has KepaToIuiacTMKa ¢ ylajleHueM
KaTapakThl MPOBOAUTCS B Clydyae BbIPAXKEHHOTO U MPOrpeccu-
PYIOLIETO MOMYTHEHMSI XpycTaiuka. [TokazaHusl K TPOBEIEHUIO
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KEepaToIJaCTUKU BKJIIOYAIOT BbIPAKEHHOE MOMYTHEHUE POro-
BMIIbI, MPU KOTOPOM IJIa3HOE JHO He 0(hTaibMOCKOMUPYETCs,
U IByCTOPOHHEE MOMYTHEHHUE POTOBUIIBI.

Yepes 5—10 yier mocie nepecagkyu poroBUIbI ITPoO3pay-
HOCTb COXpaHSIOT ToJIbKO 30 % mepecaxxeHHbIX porosull [29].
Puck oTTOpKeHUs TpaHCIUIaHTaTa YBeIMIMBAETCS ITPU OOJIBIIIOM
JiMaMeTpe TpaHCIUIaHTaTa, HAIMYMHU MEePeTHUX CUHEXUH, IPYTUX
CONYTCTBYIONIMX BPOXXIEHHBIX aHOMAJIMIA T1a3 (MUKPOKOpHea,
MUKpodTaabM, KaTapakTa), IIpY MOBBIIIEHHON Moceornepa-
LIMOHHOM BOCHAJIUTEIbHONU PeaKMU, AaHOMAIMU LICHTPAJIbHOMU
HEPBHOI CUCTEMBbI, HE ITO3BOJISIIONICH 00€CIeYnTh TOJIKHBIN
TocJieonepalMoHHbIN YXO 1 COOJTI0IeHHE pexXuMa ieueHus [ 29].

IMpu BHB/I poroBulibl moka3aHa 3aiHsisl [IOCJI0HAs Kepa-
toriactuka. Tak H. Hashemi u coasr. [30] BeimoaHmin DSAEK
y ABYX JeTeli C BPOXIAECHHOM 9HAOTEIMAIbHON nucTpodueii po-
TOBMUIIbI B TTOTBITKE 3aMEHUTh AUCHYHKIIMOHATBbHBIN SHAOTENU I
1 YMEHbBIIUTb IOMYTHEHHWE POTOBUIIbI, 0OECTIeunBast Mpu 3TOM
MPEUMYIIECTBA MIPOLIEAYPHI B 3aKPBITOI Kamepe 0e3 HaTOKeHUs
mBoB. OIHAKO MOBBIIIEHUE 3PEHUST OBbLIO MOJYYEHO TOJIHKO
y 1 nmauuenTa. [1pu AIl I Tumna cesleKTUBHAsA 9HAOTEIUIKTOMMUS
SIBJISIETCSI HOpMaJIbHBIM BMellaTeIbcTBOM. Y. Soh u J. Mehta [31]
MpOBeJIM MUHUMAJbHO MHBA3UBHOE YyAaJleHUE SHAOTEIUS
y 21-MecsiuHOro pedbeHka ¢ omHocropoHHei AT I tTuna. Bro npu-
BeJIO K OTVIMYHOMY aHATOMUYECKOMY BOCCTAHOBJICHHUIO C yJTyullle-
HHeM ocTpoThl 3peHust ¢ 20/960 1o onepaiuu 10 20/30 B TeueHUE
OIHOTO rofa nocJje oneparuu. [Toxoxuit aHATOMUYECKU pe3yib-
TaT HaOJTIOAAJICS B TeueHue | 6-HeIebHOro HabIIoIeHUS Y 8-11eT-
Hero pebGeHka ¢ aByctopoHHell All, koTopomy 3Ta mnpoleaypa
ObL1a MpoBeieHa Ha Xy/iieM riasy [32]. Camoe KpymmHoe ucciie-
noBaHue SEPA (kak OoTe/IbHO, TaK M B COU€TAHUY C ONTUYECKOM
UPUIBKTOMUEH WIM JICHCOKTOMMUEI ), POBEACHHOE Ha 34 ri1a3ax
28 malKreHTOB, II0KA3aJI0, YTO ITOYTHU B 85 % I1a3 Hab/I0aa10Ch
YaCTUYHOE UJIY TIOJHOE MPOCBETAeHNE LIEHTPATbHOI YacTH po-
TOBMIIbI CO 3HAYUTEJbHBIM YJIYUIIEHUEM MTOCIE0NEPALIMOHHOTO
3peHMs. ABTOPbI PEKOMEHIYIOT 3Ty MPOLIEAYPY AJIs MAIllMEHTOB
¢ Jlerkoii u ymepeHHol cteneHbio All ¢ mopaxkeHueM < 7 MM,
YTO TO3BOJISIET 3aMECTUTh 00J1acTh ¢ aedekroM M u sHIoTE-
JIUS 3M0POBBIMU SHAOTEIUATBHBIMU KJIETKAMU C Mepudepun.
BoccraHoBeHME MPO3PaYHOCTU POTOBUIIBI OTMEUAETCS YXKe
yepes 1 Mec mocJie onepaiuu, Ipo3payHoOCThb MPOA0IKAET MOBBI-
mathcsi BTeueHue 18 mec [33]. HeoO6xoammo TiaTesibHOe Ha0JIo-
JIeHVE 32 TAKUMM IETbMU U CBOEBPEMEHHOE JieueHe aMOJIMOTHH.

BpoxneHHas riaykoma Bcrpedaercst y 50—70 % maineHToB
¢ AIl 1 cuuTaeTcst OMHON U3 CaMbIX CJIOXHBIX pepaKTepPHbIX
(hopM, TpyaHO NMoaAAIOIIUXCS JieueHU0. J1J1s1 TedeHusI I1ayKOMbl
TIPUMEHSIIOTCSI TPAOEKYJIIKTOMUSI, TUOAHAS Ja3epHas 1IUKJIO-
GoToKOaryIsIus, UMILIaHTaLs IpeHaxeit (Axmen, iryHT MoJi-
TEHO), LIMKJIOAMAIN3 U IUKJIOKpUoTepanus [34].

DyHKIIMOHATIbHbBIC pe3yabTaThl y Aeteii ¢ Al B O0IbIINMH-
CTBE CJy4aeB HEYIOBJIETBOPUTEIbHbIC, HECMOTPSI Ha paHHee
XUPYpruuyeckoe BMeaTeabCcTBO. [IpuunMHONi HU3KOTO 3peHuUst
y TAKUX IETEN SABJISECTCS HAJTMYUE TIKEJTOU COYETAaHHOM IJTa3HOMU
¥ COMaTUYECKOI MaToJI0TUu, TpeOyIolleil MpoBeaeHUSI MHOTO-
YUCJIEHHBIX OMepaluii, TaKUX KaKk CKBO3Hasl KepaToIJIacTUKa,
JIEHCOKTOMMSI, BUTPOKTOMMUSI, aHTUTJIAYKOMHbBIE€ OTepalnu,
nepudepryeckas UpUAIKTOMUS. SHAUUTEIbHAS Pa3HULIA B I1J10-
1AM TTOMYTHEHUSI POTOBUIIBI MEXAY ABYMS TJla3aMU MOXKET
BbI3BaTh aMOJIMONMIO, HUCTAaIrM U CEHCOpPHOE Kocoriasue [35].
YV 72 % neteit BOBMOXHO pa3BUTUE KOCOMIA3Msl, IIPUYEM Hau-
0oJiee pacrpocTpaHeHHOM sBJsieTcs 930Tponus (54 %). Tepanus
ambauonuu 3¢ ¢GeKTUBHA, KaK MPaBUIO, Y MAallMEHTOB ¢ OoJiee
JIerkoii ¢popmoii 3a60JieBaHUS.

boapimHeTBO ocnoxHeHuii npu All Bo3HUKalOT mocJe
CKBO3HOI KepaToIJIaCTUKU U BKJIIOYAIOT OTTOPKEHUE TpaHC-
IUIaHTAaTa, [JIayKOMYy, KaTapakTy, OTCJIoeHUe ceTyaTku [35—37].

Hawubosee pacnpocTpaHeHHBIM OCJIOKHEHUEM IOCJIe ONepaliuiy
sBrsieTcsl aykoma. MakTopbl pucka OCJIOXHEHU BKIIOYAIOT
OoJibllIe pa3Mepbl JOHOPCKUX POTOBUI], KOMOMHUPOBAHHbIM
XapaxkTep onepauuii, BKIIOYAOLIMKA KepaTOILUIACTUKY C JIEHCIK-
ToMMell u BUTpakromueit [28]. Huskast octpora 3peHust mocie
orepaluu cBsizaHa ¢ aMOJIMONKMeld, HUCTArMOM U KOCOTJIa3ueM.
I1porHo3 3aBUCUT OT MHOXeCTBa (paKTOPOB, TAKMX KaK BO3pacT
MalMeHTa, TSKECTh 3a00J€BaHUSI M COMTYTCTBYIOIIME CUCTEMHBIE
aHoOMaJIMM. PaHHee Xupypruyeckoe BMelaTeIbcTBO — CKBO3HAs
KeparoruiacTuka, nepudepniyeckas UpUIIKTOMHUS U CETEKTUB-
Hasl SHAOTEJMIKTOMUSI — MOTYT MPeNoTBPATUTh aMOJIMOINIO,
HO OHO CB$SI3aHO C BHICOKMM PUCKOM Pa3BUTUS OCTOXHEHMUIA.
HccnenoBanue K. Rao u coant. [29] mokaszano, 4To TOJb-
KO 22 % COXpaHSIIOT MPOo3payHble TPAHCIIAHTATHI Yepe3 2 roaa
nocie onepauuu. Al I Tuna umeeT aydinii pyHKIIMOHATbHbBIN
nporHos, uem Al I1 Tumna. AnbTepHaTUBHbBIE CLIOCOOBI JICUSHUS,
Takue Kak rnepudepuyeckast UpUIdKTOMUS U CEJIEKTUBHAS DH-
JIOTEeIMIKTOMMSI IoKa3aHbl Ipu Al Jerkoit creneHu.

[Nonxon x pedeHKy, cTpaaatoiemy All, mokeH ObITh MEX-
JNUCHMIUIMHAPHBIM, HAYMHAsI C pPAHHETO BBISIBJICHUSI MeINaTPOM
U CBOEBPEMEHHOI0 0o0OpallieHus K 0(TaJbMOJIOTY it Ipodu-
JIAKTUKY 3pUTEIbHBIX HAPYIIEHUI, CBSI3aHHBIX C TOMYTHEHHEM
poroBulibl. JIpyrue conyTCTBYIOIIME CUCTEMHbIE COCTOSIHUS,
TakMe Kak 3aJepKKa pa3BUTHSI, CYJIOPOKHOE PacCTPOCTBO,
IMOPOKU Pa3BUTUS LICHTPaAJIbHOI HEPBHOM CUCTEMbI, KpaHUO(Da-
LIMaJIbHbIE aHOMAJIMU, TTIOPOKU cepjlia U AehopMaliy CKeJeTa,
TpeOYIOT MeXIMpPOodeCCHMOHANIbHON KOOPAMHAIIMU Pa3TUYHbIX
CIEeLMATMCTOB, BKJIIOYAsl SHAOKPUHOJIOTA, KApAUOJIOTra, IeTCKUX
U TUTACTUYECKUX XUPYPrOB, OPTOMNenoB U HeBpoJora. [Tomumo
OIepaTUBHOIO JIeYeHUs, HEOOXOAUMO JeueHUe aMOJUONUK
1 CBOEBPEMEHHOE HazHauYeHK1e OUYKOBOI KOppeKivu. Petatoree
3HAQUEHMUE U151 YCIIEITHOTO JICUEHU ST STOU TSKEJI0M [Ia3HOM aHO-
MaJIuu UMeeT FeHeTUYeCKOe KOHCYJIbTUPOBAHUE POIUTENEH U MX
00yueHMe MeToaM CaMOCTOSITEJIbHOTO MOCIe0NepalioHHOTO
ocmotpa. [loaToMy MexXauCUMILUIMHApHAs KOMaHIHas paboTa
WUrpaeT Pellallyio Pojb B YCIEITHOM JeYeHUM HOBOPOXKIEH-
HbIX aeTeid ¢ Al m1s1 moBbIIIEHUSI KayeCcTBa UX XXKU3HU. XOTs
HCXOJ/I CKBO3HOM KepaTOTIaCTUKHU Y TAKMX MallMeHTOB Pa3HbIii
1 4peBaT OCJIOXHEHUSIMU, HOBblE MUHUMAJbHO MHBA3MBHbBIE
METO/Ibl JIEYeHHsI, TAKME KaK dHIOTeMalbHasl KepaTorjiacTuKa
u nepucdepryeckast Mpua3KTOMMsI, TOKa3aJIi MHOTOOOCIAIOIINE
pe3yabTaThl 7151 BOCCTAaHOBJIEHUS 3peHUsl. BaxkHOe 3HaueHue 11st
BOCCTaHOBJIEHUS 3pEHUST UMEET TaKKe paHHsIsI MpoduiakTuKa
aMOJIMOIIUH.
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