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Pe3ynbraT N03TanHoro Xupypruyeckoro neyeHua aHomanuu lletepca y pebetka
B TeyeHue 17 net

E.C. Moxnnesckas!, B.. Menbaukos?, B.B. Turosen!, T.H. benomankmnal
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IKpaesas knunuueckas 6onvHuya Ne2, Bnadusocmox, Poccusi;
2 TuxookeancKuti 20cyO0apcmeeHHblil MeOuyuHcKuti yHusepcumem, Bnadusocmox, Poccus

Me3eHxumanbHbIN gucreHes CTPYKTyp MepefHero cermeHTa rnasa NPouCXoauT B pesynbtate myTaumin reHos PAX6 REIG1,
PITX2 n B3GLCT, BMP4, CYP1B1, FOXC1, FOXE3, GJAT, PXDN TP63, PAX6. KoHCepBaTUBHOrO leueHrs JaHHOW NaTONOru He Cy-
LeCTBYeT, a XMPypruyeckoe BMeLlaTeNbCTBO C NOMOLLbIO MPOHKKAaIoLen KepaTonnacTuky Henpeackasyemo 1 4acto nmeet
Henpriemnemble NocneonepaLroHHble pe3ynbTaTbl. B HacToALen paboTe NnpefcTaBneHo KNMHUYeckoe HabnoaeHe paHHero
No3TanHOro onepaTMBHOIO fneyeHnst aHomanuu MNetepca y pebeHka ¢ 1 roga go 17 ner.

Knioyesvie cnosa: aHomanus lNemepca, Me3eHxumManbHell OuczeHe3 nepedHe20 cezMeHmad, CKBO3HAsA Kepamonidcmukda,
Kepamonokpeimue ¢ 6negapopacpueli
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A 17-year stepped surgical treatment of Peters anomaly in a child
E.S. Mozhilevskaya!, V.Ya. Melnikov?, V.V. Titovets!, T.N. Beloshapkina'
I Regional Clinical Hospital No. 2, Vladivostok, Russia; ? Pacific State Medical University, Vladivostok, Russia

The anterior segment mesenchymal dysgenesis is a failure of the normal development of the anterior structures of the eye
caused by mutations in the PAX6 gene REIG1, PITX2 and B3GLCT, BMP4, CYP1B1, FOXC1, FOXE3, GJA1, PXDN TP63, and PAX6.
Disorders in the structure of these genes or their interactions lead to gross developmental disorders. In this article, we describe a
clinical case of an early stepped surgical treatment of Peters anomaly in a child from 1 to 17 years old. According to the presented
clinical case and those reported in scientific literature, conservative treatment of this pathology is yet to be developed. At the
same time, surgical intervention in the form of penetrating keratoplasty is often fraught with unpredictability and unacceptable
postoperative results.
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MeseHXMMaNbHbI JUCTeHe3 CTPYKTYP IepeJHEro cer-
MEHTA I71a3a IPOMCXOIAMUT IPY My Taly Pa3/IMYHbIX T€HOB
PAX6n REIG1, PITX2 nu B3GLCT, BMP4, CYP1B1, FOXC1,
FOXE3, GJA1, PXDN u TP63 [1]. Oguum u3 pegkux 3a-
6oseBaHMIT 3TOI TPy ABIAeTcA aHoManus Iletepca,
BO3HMKAET KaK OIHOCTOPOHHEE MM IBYCTOPOHHEE IO-
paKeHMe I71a3, 9aCTO CONPOBOXK/IAETCsI HACIE,CTBEHHBIM
cunappoM Kpayse - Kupnuna, npu kotopoMm ¢popmupy-
I0TCsSI QaHOMaJIMy POCTa M YMCTBEHHAsl OTCTANOCTh [2].
Iucrenes mposBsiercs Ha 33-11 AeHb BHYTPUYTPOOHOTO
PasBUTUA, KOTHA 06Pa3YIOTCA IePBUYHBIN XPYCTaINK
U 3a4aTOK POTOBMYHOrO anuTenusA. B HopMe B epennmit
nonioc Gpruoépo3Hoit 060/104KM He POPACTAIT COCYABL,
4TO B fa/IbHellIeM 06ecIednBaeT IPO3PavHOCTb POro-
Buubl [3]. KnuHu4eckumu nposiBIeHUAMU aHOMAIUU

ITeTepca ABIAIOTCSA MOMyTHEHME LIeHTPAIbHON YacTy
POTOBMIIbI, XPYCTa/TNKOBO-POTOBUYHbIE MM Pafiy>KHO-
poroBuyHbIe cuHexuu [4, 5].

BoccraHoBieHme 3puTenbHON QYHKLMY [IPY aHOMa-
nmu ITeTepca HEBO3MOXKHO, B JONTOCPOYHOII ITEPCIIEKTHBE
PEAKO HOCTUTAeTCs OCTPOTA 3peHMsI Ha YPOBHE YTeHMS.
Xypypruyeckue BMeLIaTeNbCTBA CBSA3aHbBI C BBICOKUM
PUCKOM TsDKeNbIX 0cnoXKHeHui1. [ToaToMy nanmeHToB cie-
IyeT HaOJTIOfaTh B YYPEXK/IEHIAX [/LS JINLL C HAPYILEHNSAMMA
3peHNs Ha paHHel cTagun [4].

Knunnyeckuii cnyvait

ITanuenTka JI., 17 neT, uMeeT OIUTENbHBIN oq)TanbMonorM-
YecKMil aHaMHe3 10 ITOBOJIy BPOXK/IEHHOI TaTOMOTUM POTOBUIIbI
o6oux rnas. IlepBoe obpaieHne K 0pTaTbMONIOLY COCTOAIOCH
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110 IIOBOJIY BPOXX/EHHOIA IIaTO/IOTUM I/1a3 B Bospacre 1,5 mecaAna.
O6cnepoBana B gerckoM rnasHom oraenenun (ITO) IBY3 «Kpaesast
K/MHU4YecKast 6onpHuIa Ne 2» (BraguBocTok) u ocMoTpeHa npod.
B.SI. MenbHMKOBBIM. YCTaHOB/IEHA BPO>K/IEHHAsA IIATOIOINA 060MX
71a3: MUKPOGTa/IbM, MUKPOKOPHea, 6e/IbMO pOrOBUI[bI 060MX I/Ia3,
nepenHesanuuit orpesok (I130) OD/OS 14,0-15,0 MM, peKOMeH/0-
BaHa IVIEONTYKA, PACCAChIBAIOIAs Tepanus, HabIoseHue.

30.03.2004 r. (B Bo3pacTe 7 MecsueB) ob6cmegoBaHa
B XabaposckoM ¢umnane (XP) MHTK «Mukpoxupyprus rmasa»
npodeccopom LII. Cmonakosoit. [ToctasneH fuarHos: fByCTOPOH-
Hs1s1 aHOMausA [leTepca, MUKPOKOPHea, CYOTOTaIbHOE IOMY THEHME
POTOBUIIBI, OCTIOXKHEHHAs: KaTapakTa 000MX I/Ia3, feCTPYKIMUs
crexnoBupHoro tena OD, Mukpodransm OS, TOPU3OHTaNTBHbII
MasATHUKOOOPA3HbIil HUCTATM, CXOfIAIIeecst KOCOIIa3ue 0OONX I/Ia3,
PEeKOMEeH/IOBaHO Hab/IIofeHNe HeBPOJIOTa, 3pUTeNbHasI peabuinTa-
LM IO COCTOSAHMIO I71a3 HEBO3MOXKHa.

01.09.2004 r. (B Bospacte 1 ros) BHOBb 06cnefoBana B XD
MHTK «Mukpoxupypru r1a3a», peKOMeH/[0BaHa epUKOPHealb-
Hasg 6noctuMynAnyA Ha OS, IMCTOXPOM, ilepuHaT B HOC, KOHTPOJIb
BHyTpuUIIasHoro gasnennus (BII).

17.11.2004 r. mposepeHa onepauua B X MHTK «Mukpo-
XUPYPrus [7asa» — IepUKOpHeaIbHasA OMOCTUMYIALMA Ha JIeBbLI
I71a3, peKOMEH/JOBAHO KOPTEKCUH, LiepebponusuH, popcax raydo-
HOM, IepMHAT B HOC, PaccachlBaOlias Tepanusa MecTHO.

03.05.2005 r. onepuposana B CankT-IleTepOyprckoit memu-
aTPUYECKOlT aKajeMuy — IPOBefieHa CKBO3HasA KepaTOIIaCTUKa
C PEKOHCTPYKIVA IIepeHell KaMepbl Ha IPaBOM I71a3Y, IPY BBIIVCKE
HAO/IIOfA/ICs IPO3PadHbIi TPAHCIUIAHTAT, PO30BbIIT pedieKc.

05.05.2005 r. mpoBesena omepanua B X MHTK
«MMKpOXMpyprus Imasa» — CKIepoIacTuka no I1nBosaposy, BBe-
IeHue CTUMY/IATOPa BaCKy/IOTeHesa, perieccus BHy TPeHHell IIPAMOit
bl Ha OS.

18.11.2005 r. (B Bo3pacTe 2 71eT) mpoBefieHa oneparys B CaHKT-
ITeTepOyprckoit negMaTpuyecKoi akajeMnn — CKBO3Has Kepa-
TOIUIACTUKA, PeKOHCTPYKIVSA NepelHell KaMepbl, IIepefiHAA JIeH-
CBUTPIKTOMMS JIEBOTO I71a3a, B IIOCIEOIEPALMIOHHOM IIepuofe
HA0/TI0a/I0Ch IPO3pavHOe IPIDKVBIEHNE TPAHCIIAHTATa, PO30BbII
pediexc, 12.12.2005 . Ha poxe OPBV Ha TpaHCIIaHTaTe MOSBUIICST
uHQUIBTPAT, Mony4dana nedenne (odranbModepoH, KOpHepereib,
Ma3sb «30BUPAKC», XIOpaMpeHNKOL, IKI0(EPOH).

14.05.2007 1. Haxogumach Ha obcnemoBanuy B MHUM T'b um.
Tenbmronbia — Bpox/eHHasA aHoMauA [leTepca, MyTHOE IPYOKMB-
JIeH}e IOC/Ie CKBO3HOJ KePaTOIIACTUKM POrOBUIIBI, TOPU3OHTAIb-
HBIII CpeJJHepa3MaIlNCTBIl HICTarM, BTOPUYHas HEKOMIIEHCUPO-
BaHHas I7IayKOMa, PEKOMEH/J0BaH apyTHMOJI, a301IT.

30.05.2007 . 06¢cenoBata Bo BcepoccuitckoM LieHTpe I1asHoIt
U IacTidecKoit xupypruu (r. Yoa), mpoBefeHa omeparys — mepey-
HiA ayTonuMdocopOLs, 3afHssa ayTonuMbocopOIs, nedebHoe
perpocknepanbHoe wiombuposanue (PCII) Ha neBoM u mpaBoM
I71a3ax.

15.11.2007 r. — onepanusa BO BcepoccuiickoM 1ieHTpe IIa3Ho
u mractudeckoit xupyprun (r. Yoa) - mapabyns6apHoe BBefieHue
6nomarepuana arorwiant (BMA) Ha o6a rasa.

B 2008 r. mosiBunach cTaduaoMa poOroBHUIIB €BOTO IJIa-
3a. 17.06.2008 r. (B Bo3pacTe 5 jieT) IpoOBefeHa ONepalus
BO BcepoccuiickoM LieHTpe I1asHOM U IIACTUYECKON XUPYPrUum
(r. Yda) - aHTHITTAyKOMATO3HAsI OMEPALNA — CTIOHT-LIUKIONAIN3
¢ ucronpsoBaHmeM rybuaroro BMA Ha neBOM I71a3sy.

25.09.2009 (B Bo3pacTe 6 neT) onepanusa Bo Bcepoccuiickom
LieHTpe IVIa3HOM M IIacTHyecKoy xupypruu (r. Yoa) — nepennee
CTIOHT-AIpeHMPOBaHIe C UCIIONb30BaHKeM BMA Ha 1eBoM Iiasy.

02.02.2011 (B 8 neT) onepauns Bo BcepoccuiickoM LieHTpe
[Ia3HOI U IIacTudeckoit xupypruu (r. Yda) - mede6uoe PCII
¢ ucronb3oBaHreM BMA Ha 06a r1asa.

26.01.2012 onepauus Bo BcepoccuiickoM LeHTpe IIasHO
U mwIacTudeckoit xupypruu (r. Yda) — raybokas CKIepIKTOMIS
C aHTY/IAPHBIM a/UIOf{PeHNPOBAaHNIEM, IVIACTHKA CTa(VIOMBI CK/IEPbI
Ha 7teBoM TInasy. [TocnenHee o6¢cnenosanne B 2012 1. [1I30 OD/OS
26,07 mm/26,85 MM, BI'JT OD/OS = 20/26 MM pT. cT. 10 MaK/IaKoBy.
1194 60 MxA, 3J1 39 I3 Ha 06a r1a3a.

Bcero mpoBefieHO 1IeCTh ONepaTHBHBIX BMENIATe/TbCTB Ha IIpa-
BOM I71a3y 1 IeBSTD Ha IeBOM. B HacTosiiiee BpeMst pebeHOK sABILAeT-
Cs1 MHBA/IIZIOM AeTCTBA 110 3PEHMI0, 00y4aeTCs B LIKOMe A/ C1abo-
BupsAmux. B gpespae 2018 r. poBOAMIOCH CTALMIOHAPHOE JIEYeHE
B /ITO, ocMOTpeHa [IaBHBIM BHEIITATHBIM OdTabMonorom JBOO
JL.II. lorapoBoii, omepaTuBHOE j€4eHre CTadMIOMBl POTOBMLBI
JIeBOTO I7Ia3a Ha TOT MOMEHT ObI/IO He ITOKa3aHo.

06.11.2018 r. B 14 yac mosABMUIaCh pe3kas 6OIb B JIEBOM I7Ia3y.
Obparnniach caMOCTOSITeNIbHO B [IA3HOI TPaBMITYHKT depe3 29 4a-
COB, BbIsIB/IeHa TTepQopariyis pOroBUIIbI IEBOTO [71a3a, IBOUYKA Obla
rocnutamsuposana B JIT'O, mpoBeneHo KepaTomOKpbITHE C Or1e-
dapopaduet, a/IONTaHT CaMOCTOSATEILHO BBINAT Yepes ITIa3HYIO
1enb depes Mecsil. CoxpaHsmach cTadpuaoMa pOroBUIbI 1 CKIEPBI
¢ yrpo3oit ux nepdopanymu. B mapre 2019 r. BBIIOTHEHO TOTaTbHOE
KkepaTtonokpsitue BMA ¢ 6nedapopadueit Ha eBblit I/1a3, BB
C BEK CHATHI Yepe3 TPM MeCslia, IpY CHATUU IIBOB HaOMIONANCA
BBIPa)KEHHBII IEPMaTUT KPaeB BeK.

27.07 2021 r. HOYBIO PE3KO 3a6071e71 /IeBbIII I71a3, IOSBU/IACD
CBeTO6O0s3Hb, C/Ie30TeYeHNe, K YTPY OO0IN B IIa3y He IPOLIIN IIOCTIe
MHCTUIIALMI a3011Ta, IO HEOT/TIOKHBIM TOKA3aHMAM FOCIIUTANN3N -
posata B [IT'O ¢ suarHosom: Bropudnas 60/is1ias r1aykoMa 1eBOro
rmasa. Bpoxpennas maronorus o6oux rimas: anomanus Ilerepca,
TOTa/IbHOE NMOMYTHEHMe poropuiisl. COCTOsIHME TTOC/IE KepaTo-
IUTACTUKY OOONUX I71a3 C MYTHBIM IIPIDKMBIEHIEM TPAaHCIUIAaHTATA.
Craduoma porosutibl 1paBoro riaasa. CraduaoMa cKIepsl 1eBOro
rnasa. Hucrarm. CraboBupenne [V cremnenn.

Status ophtalmicus:

Visus OD = 1/eo pr. 1. incertae.

Visus OS = 0.

I[TnaBarolye ABIDKEHWsA I71a3, TOPU3OHTA/IBHBII TOTIKOOOpas-
HBIIi CpeJHeaMIUIUTYIHbIIA U CPEHEYACTOTHDIA HUCTAIM.

OD - koxka BeK uycTas, POCT PeCHUI] TpaBUbHBII. Cle3HbIN
anmapar 6e3 maronornu. KOHbIOHKTIMBA 4uCTast, O/1e[HO-PO30BasL.
Porosuiia monHocTbIo 6eras. [Topmexaliye CTPyKTYpsI He IIpocMa-
tpuBaioTcs. Pediekca Het. Bl maibIaTopHO B HOpMe.

OS - 6nedapocmasm, cresoTederre. KOHbIOHKTUBA py6110BO
M3MeHeHa, I71a3Hoe s16/10K0 edopMupoBaHo 3a cyeT cTaduIoMm.
Porosuiia IonMHOCTBIO Gefioro 1Beta, gedopmuposana, BI]] mamb-
naTopHo +2.0.

[Tomy4nna nevenne:

B nesblit 17123, paBblii I71a3:

S. Azopti 1 k. 2 pasa B JieHb;

S. Timololi 0,5% 1 k. 2 pa3a B eHb.

Kpsutone6Hast 6mokaja neBoro rasa: 2,0 mugokansa + 4,0 5%
HOBOKauHa, 0,5 5% aHanbpruxa, 0,5 nekcameTasoHa.

Tabl. Acetasolamidi 250 Mr 1 T yTpoMm.
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ITo maHHBIM IeTCKOTO O0TATbMOIOTMYECKOTO OTHENIe-
Husa KKb Ne 2, 3a mocnenuue 10 et 13 Bceit BpOXXAEHHOI!
IIaTOJIOTVM I71a3 IIOJ HabofeHeM ¢ aHoManueli [Terepca
6b110 1B pebenka [6]. Bo Bcex cydasx mokasaHo CUMII-
TOMAaTM4YeCKOe OllepaTUBHOE jedeHNe, HallpaBlIeHHOe
Ha CHIDKEHMe BHYTPUITA3HOTO JJaBJIeHMs U BOCCTAHOB-
JIeH1e TIPO3PAYHOCTH Cpef I/1a3a. XMPyprirdecKoe BMeIa-
TETbCTBO B BUJe IIPOHMKAIOIIEl KepaTOIIACTUKY YPEeBATO
HeIPeICcKa3yeMOCTbIO I YaCTO MMeeT HelpueMeMble
[IOCTIeONepalMOHHbIe pe3ynbTaThl [5]. Y 60abpnHCTBa
HaLMeHTOB C IaHHBIM 3a00/eBaHMEM Pa3BUBAETCS BTO-
pUYHas IIayKoMa, U MO3TOMY HeOOXO[UM TIaTeTbHbII
moHuTOpuHr BI'Ml. Hanm4ue rmaykoMbl Ipy aHOMAIum
[Terepca sABIsIETCA IVIOXUM IIPOTHOCTUYECKMM ITOKa3aTe-
JIeM J/I OTIepaTVBHOTO JIEYEHNA C [Je/IbI0 BOCCTAaHOBTICHII
IIPO3PAavYHOCTY poroBuIisl. [locre omepaTnBHOrO NeYeHnA
PenKO ygaeTcs MOMYyYUTh OCTpOTY 3peHmA Boiue 0,05.
[Tpn BBIABNIEHUN Me3€HXMMAIbHOTO UCTeHe3a 1 aHOMa-
mvu IleTepca HEOOXO[UMO CBOEBPEMEHHO YCTAHOBUTD
TeHHbIe I CUCTeMHbIe HapyleHus (3, 7].

Kongnuxm unmepecos: asmoput 0eknapupyom omcymem-
8Ue SABHBIX U NOMEHUUATLHBIX KOHPAUKINOE UHIMEPeCcos,
CBA3AHHDIX ¢ NYONUKAYUeTE HACMOAW,el cmambi.
Hcemounux punancuposanus: asmopoi 3as1675110m 0 PUHAH-
cuposanuu pabomut U3 co6CMBEHHBLX CPEOCNE.
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