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Case report

PE®EPAT

B craTbe npuBoanTCA ceMeliHbin ciyyain cunapoma Akcendenbaa - Purepa. [laHHasa natonorus, Kotopas ABAseTca peAknM
BUAOM reHeTU4YecKoro 3a60/eBaHUA 1 HEM3MEHHO Bbi3bIBAaeT BbICOKUI UHTepec y Bpayen-odTanbmMonoros, 6bina AmarHo-
CTUpOBaHa y Manbuuka 6 ner, ero matepu 1 6abywku. B 5-netHem Bo3pacTte peGeHKy Gbina BbiNoNHEHa CKBO3HAA KepaTo-
nnacTuKa npaBoro rnasa, yepes 3 Mecaua nocie KOTOpoi passBuiach 6onesHb TpaHcNAaHTaTa ¢ NocaeayLmMM ero noMyT-
HEHMEeM 1 NoBbICMAOCH BHYTpUINa3sHoe AaBnenue (BIl). B kauecTse neueHuns npy JaHHOM COCTOAHMM Bbina Ha3HayeHa npo-
TUBOBOCNaNMTeNbHas (B T.4. CTepOMAHAA) U MeCTHaA rMNOTeH3MBHAA Tepanus, a ANA KYNMpOBaHWUA HEKOMNEHCUPOBAHHOIO
othTanbMOTOHYCa M BNOCNEACTBUM BO3HUKLIEro 601eBOro cCMHAPOMa BGbina npoBedeHa MMNYAbCHAA LMKNOGOTOKOArynaums
umnmapHoro Tena. Ha doHe cHuxeHHOro, HO He HopManu3oBaHHoro B[]  MeanKaMeHTO3HOIO Ne4eHNA B TeYeHNe HeCKONb-
KUX MecsiLleB pa3Buaacb HEOBACKYNAPMU3aLMUA POroBuLbl U pagyXKu, ra3s GbicTpo ocnen. Mocne KoHcUaMyMa, pa3roBopa
C NaLVEeHTOM 1 ero poauTensiMu, Gbina BbINONHEHA 3HYKNeaLWs NPaBoro CAenoro rasa ¢ AaNbHenWwnM npoTe3npoBaHuem.
Mocne npoBeaeHHOI 3HYKN€ALMU, MHAVMBUAYaNbHOTO npoTe3npoBaHua OD v nocToAHHOrO HoweHuA oukoB ana 0S ncuxos-
MOLMOHANbHOE COCTOAAHME W YCNeBaeMoCTb pebeHKa KapAnHaNbHO 3MEHUINCD B TYYLLYK CTOPOHY.

KnioueBble cnoBa: cuHdpom AkceHpenbOa - Puzepa, pebeHok, nepecadka po2osuubl, BMOPUYHAS 271ayKOMA, NOBbIWEHHOe
BI/l, sHykneayus, uHOuBudyanbHOe npome3uposaHue
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Axenfeld-Rieger syndrome. Family clinical case
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ABSTRACT

The article presents a family case of Axenfeld - Rieger syndrome. This pathology, which is a rare type of genetic disease and
invariably arouses high interest among ophthalmologists, was diagnosed in a 6-year-old boy, his mother and grandmother.
At the age of 5, the child underwent penetrating keratoplasty of the right eye, 3 months after which graft disease developed,
followed by opacification and increased intraocular pressure (IOP). As a treatment for this condition, anti-inflammatory
(including steroid) and local antihypertensive therapy was prescribed, and fo relieve uncompensated ophthalmotonus and
subsequent pain syndrome, pulsed cyclophotocoagulation of the ciliary body was performed. Against the background of
reduced, but not normalized, IOP and drug treatment over several months, neovascularization of the cornea and iris developed,
and the eye quickly went blind. After a consultation and a conversation with the patient and his parents, enucleation of the
right blind eye was performed with further prosthetics. After enucleation, individual OD prosthetics and constant wearing of
glasses for OS, the child’s psycho-emotional state and academic performance changed dramatically for the better.

Key words: Axenfeld - Rieger syndrome, child, corneal transplantation, secondary glaucoma, increased IOR enucleation,
individual prosthetics.
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CNYYAU U3 NMPAKTUKN
CASE REPORT

AKTYANIbHOCTb

Bnepsbie T. Akcendenpa B 1920 r. onucan U3011upOBaH-
HBII NepU(EPUIECKUN IUCTEHES POI'OBULLBL, COYETAHUE 3a-
JTHETO aMOPUOTOKCOHA (Habm0aeTCs B 90% ciiydaes) ¢ Me-
30/1EPMAJIBHBIMU IEPEMBIUKAME OT IPUKOPHEBOI 30HBI Pa-
JYKKUA K HEMY (B 77% Cllydaes), a TAKKE KOMIUIEKC HaCIe-
CTBEHHBIX AHOMAJIMI OpraHa 3pEHU, OOYCIOBIEHHBIA Me-
30/I€EPMAJIbHOM AUCIUIA3UEN ITIEPETHETO CETMEHTA 71434 (Me-
TaJIOKOPHEA, KaTAPAKTd, AHUPUIMA, KOJIOOOMBI Paly’KHOU
000JI0YKH, TUIIEPMETPOIIHS, UPUJOTOHUOUCI'E€HES, BKIIIO-
YAIOIUH T'HUIIOILIA3HIO PAJYKKH, aHOMAJIHUU PaJYKKO-PO-
TOBHYHOTIO yIVIA M Y4CTO IVIAYKOMY U T.J.). OTOT KOMIIJIEKC
B 1935 r. nononuun X. Purep, 3aMeTUB, 4TO TSKENAS CTeE-
TIEHDb JUCTEHE3A YITIA NIEPEeHEN KAMEPBI HEPEAKO COYETa-
€TCA C CUCTEMHBIMM dHOMAJIMAMU (K HAM OTHOCATCA IIO-
POKU pa3BUTHUA 3yO0B, KOCTEH yeperna U BHYTPEHHUX Opra-
HOB U T.J1.). B 90-x rogax XX Beka 6bUIM OOGHAPYKEHBI T€HbI
FOXC1 n PITX2, HENOCPEACTBEHHO OTBEYAIONINE 34 PA3BU-
THE JAHHOI'O CUHAPOMA, OBIIIM OTMEYEH CEMENHBIE CIIy4an
3ab6oneBanus [1-3].

CunjpoMm Axcengenpia — Purepa (Axenfeld — Rieger
syndrome) — HaCJIECTBEHHOE 32060JIEBAHUE OpraHa 3pe-
HUA, XAPaKTEPU3YIOUIEECd MPEUMYIIECTBEHHO ayTOCOM-
HO-IOMMHAHTHBIM THIIOM HACJIEAOBAHUA C MHOXKECTBOM
BPOKAEHHBIX AaHOMATUN PATYKKH, TAKAX KAK €€ TUIIOIUIA-
31, KOPIKTONMA (CMEIEHUE 3PAYKA B CTOPOHY ee nnepude-
PHUYECKOTO TSKA, IIPU BBIPAXKEHHOM Ae(OopMaun HEPE -
KO TpebyIolee XUPYPIUIECKON KOPPEKIIMHN) UIN ITOTHUKO-
pus (HAIMYUE B PAAYKHOU O60I0YKE HECKOJIBKUX 3DAYKO-
BBIX OTBEPCTHI), pexe — ee IKTPONMOoH. ITocneanune Hepes-
KO COYETAIOTCA C CUCTEMHBIMHM HAPYHIEHUAMHU B BUJIE He-
6OJIBIIOIO IPOrHATU3MA (XdPAKTEPHBIHN TPOMUIIb C BBICTY-
MAIONIMMU YEJIIOCTAMMU ), Je(PEKTOB KOCTEN TU1A (TUIIOIIA-
315 BEPXHEU YEIIOCTU) U 3yOOB (IMIIOJJOHTHS — YMEHbIIIE-
HHE YUCJIA 3YO0B, aAE€HTUA — UX OTCYTCTBUE UJIU OTUTOJICH-
THA — YACTUYHOE UX OTCYTCTBUE, MUKPOJOHTUA — YMEHD-
IEeHHE PA3MEPOB KOPOHKH U T.J1.), 'PBIKH OKOJIOITYIIOYHOM
006J1aCTH, HAJINY s TUIIEPTEN0PU3MA (YBETUYEHUE PACCTO-
AHUSA MEXJY BHYTPEHHUMH YIVIAMU I7143), TeJIeKaHTa (J1a-
TEPATbHOE CMEIIEHUE BHYTPEHHUX YIJIOB IJ1a3), MIMPOKO-
'O IVIOCKOT'O HOC4, TOPOKOB CEPALIA, TTTyXOThI, yMCTBEHHOM
OTCTAJIOCTH U IIP.

OpHako Haubosee 4aCcToe CUCTEMHOE HAPYIIEHUE — 3TO
JKENTyXd HOBOPOKAECHHBIX. [IpH €€ HaMIM4YMK NOYTH HABEP-
HAKA y pebEHKa MOXHO JUArHOCTUPOBATb CUHAPOM AJla-
JKUJUIA WIK APTEPUOIIEYEHOUHYIO JUCIIA3UIO C AyTOCOM-
HO-JOMHUHAHTHBIM THIIOM HACJIEAOBAHUA (BHYTPHUIIEUEHOY-
HBIHA X0JIECTA3, NEPUPEPUIECKUI CTEHO3 JIETOYHBIX apTe-
puit, XapaKTEPHBIA JePEKT YT MIO3BOHKOB — IO THIY «6a-
604YKm») [2].

Hazo oTMeTHTD, YTO IVIA3HBIE U3MEHEHUA IIPU JAHHOM
CUHZIPOME MOTYT BKJIIOYATb, IOMUMO aHOMAIMIT PATYXKKH,
U KOCOIJIA3UE, OTCAOMKY CETYATKU, MAKYJIAPHYIO JIET€HEDA-
LIMIO, XOPHOPETUHAIBHBIE KOJTOOOMBI U TUIIOIIIA3UIO COCY-
JUCTON OOOJIOYKU U AAKE MATOJOTHIO 34JHETO OTAENA, Ha-
npumep auctpoduio Hltaprapara [3].

JaHHBII CHHIPOM HA6/I0JA€TCA OJUHAKOBO 4ACTO KAK Y
MYXXYMH, TaK U Y KEHIHH, 2 BCTPEYAETCS IPUMEPHO Y 1 U3
200 000 HOBOPOXKAEHHBIX. BOJIBIIMHCTBO €I'0 CIy4a€B JU-

O.P. Banzas3una, A.X. Jlucouanosa, O.H. Openbypruna, A.9. babyurxun

ArHOCTUPYETCS B MIAIEHYECTBE UM PaHHEM JETCTBE. [Ipn
cuHApoMe AKceHdenpia — Purepa pedpaxrepHas rj1ayko-
Ma BO3HMKAET 4aCTO (PAHO WM IIO3[JHO IPUMEPHO B 60%
CIy4aeB) B PE3YNBTATE HEJOPA3ZBUTHA APEHAKHOU CUCTE-
MBI, 4 TAKXKE CPAIEHUA PAJYKKH C KOblioM [IIBanbbe, uTo
MIPUBOJIUT K CHIKEHUIO OTTOKA BHYTPHUIVIA3HOH XKU/IKOCTH.
Ona MaHU(DUCTUPYET, KAK IIPABUIO, B IETCKOM WJIU MOJIO-
JIOM BO3PACTE U KPAHHE PEJIKO IPOSBISIETCA B 3penoM. CUH-
JpoM AKceHpenpaa — Purepa npuBOJUT K CJIENIOTE OT IJId-
YKOMBI IPUOTU3UTENBHO Y Y2 MALUEHTOB [4].

MerKaMEHTO3HOE JICYEHE IPU CUHIPOME AKCEH(ENb-
J1a — Purepa o6pI4HO CUMIITOMATHYECKOE. JIedeHHE TaHHO-
IO CHH/IPOMAJIBHOTO 3200JIEBAHUSA 3aBUCUT OT PA3BUBIINX-
¢ Ha (POHE UMEIOMMXCA CTPYKTYPHBIX aHOMAJIUI OCJIOXK-
HEHUH, KOTOPHBIE, KAK HAIPHUMED, pe(PAKTEPHAS ITIAYKOMA,
HEPEIKO TPEOYIOT XUPYPIUUECKOTO JIedeHUs. TPaObEKyIIK-
TOMUS C IPUMEHEHHUEM aHTUMETAO0IUTOB WIN HUCIIOIb30-
BAHHE PA3INYHBIX IPDEHAKEN IPEACTABIAET B TAKUX CJIy4da-
AX OIEPALUIO BBIOOPA y MAIJUEHTOB C HEKOMIIEHCUPOBAH-
HOU pedpaKTEPHOU ITTAyKOMOU HA (POHE CUHJPOMA AKCEH-
(enpaa — Purepa [2, 3]. BeipaXeHHOE Cy’KEHHE 3PAUKa, TPE-
OyeT HEPEJKO €TI0 IUIACTUKH, IIPUYEM B PAZIE CIy4aEeB JaXKe
TOJILKO KOMOMHUPOBAaHHOE j1azepHoe BozjelicTeue (MAI-u
JUOJI-JIA3€P) MOTYT O6ECIIEYNTD OTIUYHBIN ONITUKO-PEKOH-
CTPYKTUBHBIN PE3yasrar [S)]. g jedeHus TAKEION KOPIK-
TOINHU U aMOJIMOIINH LIEJECO0OPA3HA OKKIIO3UOHHAA TEPA-
WA Ty4IIe BUAAMETO 71432, KOHEYHO, IPH YCJIOBUM OTCYT-
CTBHA BBIPAKEHHOTO CTEHO3A.

JleyeHUE MALUEHTOB C CUHIPOMOM AKCEH(@ENbAA —
Purepa HOCUT CHUMIITOMAaTHYECKYIO HANPABJIEHHOCTDb —
TUIIOTEH3UBHAA, HEHUPONPOTEKTUBHAA U BUTAMUHOTE-
panus. [IpOrHo3 B Lea0M OJ1arONPUATHBIN, €CIH, KOHEU-
HO, IOBBINIEHHBIA U HEKOMIIEHCUPOBAHHBIA IIPU IJ1Ay-
KOME O(PTAIBMOTOHYC HE NMPUBEAET K CIA60BUICHUIO U
CJIETIOTE OT IJIAaYKOMBI (YTO HA6JI0/1AETCS IPUMEPHO Y %
nanueHToB). [IpodriakTuiyecKue MEPH HANIPABIEHDI HA
MIPOBEJIEHUE MEJIUKO-TEHETUUYECKOTI'O KOHCYJIBTUPOBAHUA
Y HA [IpeJynpexaeHue JaHHOM HACIeICTBEHHOM I1aTOJI0-
ruu y pebenka [1, 2].

B ¢BsA3M € peJKOCTBIO 3TOTO 3260JI€BAHNA OHO BBI3BIBA-
€T 3aKOHOMEPHBIN MHTEPEC Y OPTANBMONIOrOB. [Ipeacrasn-
JIOCB I1€71€COOHPA3HBIM ITPUBECTH CEMENHBIN KIMHUYECKUT
cay4yay cuHpoma AkceHdenpaa — Purepa.

KNUHUYECKUN CNYYAN

Bo BcepoccuiickoM LeHTpeE IMIA3HOM U IJIACTUYECKON
xupypruu ©TBY BO BI'MY Munsapasa Poccum B otaene-
HHUU JAETCKON OPTAIbMOJIOIUHN NOJ] HAIUM HAGIIOLEHUEM
HaxXOAuICs pe6EHOK C aHOManuen AkceHdenba — Purepa.

M3 anamuesa: 09 aprycra 2021 r. B BUI'TIX Ha npuem K
BPA4Yy-O(PTAIBMONOTY NETCKOU MOTUKINHUKNA OOPATHIICS
MaJIb9HK M., 6 JIeT, € 5Ka106aMH Ha CJIENIOTY, CBETOOGOSI3HD B
MIPaBOM IJ1a3y U 60U B HEM.

Co CJIOB COIPOBOX/JABUIETO PEOEHKA OT1Id BBIACHUIIOCH,
4TO MAJIBYMK POJWICS JOHOIIEHHBIM, OT 2-U OEpEMEHHO-
CTH, IPOTEKABIIEN 6€3 0COOEHHOCTEMN. [IpH pOKAECHUN MaC-
ca Tena pebeHka coctasissiia 3360 1, puHa — 53 cm. [lo Ha-
CTOSIIETO BDEMEHU PEOEHOK POC U PA3BUBAICA B COOTBET-
CTBUHM C BO3pacToM. Ha I1CIIaHCEPHOM y4ETE OH COCTOUT Y
CTOMATOJIOTA C IMATHO30M: YACTUYHAS a/ICHTHS (OTCYTCTBHE
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Cunopom Axcengpenvoa — Puzepa. Cemerinviii KAUHUMECKUL Cy1all

CJIY4AU U3 NPAKTUKU
CASE REPORT

3a44TKOB KOPEHHBIX 3YOOB Hd BEPXHEI YENIOCTH).

C pOXIeHHUs POJUTENN 3AMETHIN HEOOJBIIOE, HO 3a-
METHOE HEBOOPYKEHHBIM I71430M IIOMYTHEHUE HA POTOBU-
Li€ IPABOTO I71a3a. [IOCKOJBKY y GIM3KUX POACTBEHHUKOB,
a4 UMEHHO y 6a6yIIKU 10 JIMHUU MATEPU U Y CAMOI MaMBI
ObUIa JUATHOCTUPOBAHA aHOMANUs AKceHdenpaa — Pure-
pa, TO MIbYMUK ObLI GOJEE JETAILHO OOCIEJOBAH, U EMY
BBICTABJIEH TOT K€ AUArHO3. JJ0 4-1€THEro BO3pacra pe-
GEHOK TOJIBKO Pa3 B roJl HAOMOAAICA y OPTAIBMOJIOTA IO
MECTY JKUTEJIbCTBA ¥ HUKAKOI'O JIEUEHHs HE nosaydan Ho
CO BPEMEHEM NOMYTHEHUE HA POTOBUIIE YBEIUUYUBAIOCH,
a 3pEHUE CHUXKAJIOCH, B CBsA3U ¢ 3TuM, B utose 2016 1. 6e3
OCJIOKHEHUI 6bUIa IPOBEJEHA CKBO3HAA KEPATOIJIACTUKA
[IPABOTO I71234. B TeueHne NEPBBIX MECALIEB IIEPECAKEHHDII
TPAHCIUIAHTAT OCTABAJICA IPO3PAYHBIM, HO YEPE3 3 MeCH-
14 IIOCJIE ONEPALIMHA OH HAYaJl MYTHETD, OIIEPUPOBAHHBIIN
7143 TIOKPACHEJ, B HEM IOABWINCH OOJH. bbula Ha3Haue-
HAa MHTCHCUBHAA TPOTUBOBOCHAJIUTC/IbHAA U TUITOTCH3WB-
Has Tepanus B BUAE P-6J0KATOPOB (T.K. AUATHOCTUPOBA-
HO MOBBIIIEHHOE BHYTPHUITIA3HOE JaBieHue — BI/I). K co-
JKAJIEHUIO, HA (POHE NPOTUBOBOCHAIMTEIBHON M TUIIOTEH-
3MBHOM TEPANMH ONIEPUPOBAHHBIN I7143 IIPH, Ka34710Ch OBl
«HOPMaJILHOM» O(PTAIbMOTOHYCE BU3YAJIbHO HA4YaJl YBEJIU-
4UBATBHCA B pazMmepax (Bl KOHTPOIUPOBAJIOCH IAIbIIA-
TOPHO). BricTasnen guarnos: OD — BTOpUYHAsA ITIayKOMA,
60€3HDb TPAHCIUIAHTATA, OS — CJIOKHBIN I'MIIEPMETPOIIN-
YEeCKUH ACTUTMATU3M, aMOIuoNus ci1abou creneHu. CuH-
JpoM AkceHpenpga — Purepa. Pe6eHOK nomy4dan MeIuKa-
MEHTO3HOE JIEYCHUE, IIPU 3TOM YK€ YEPE3 MOJITr0/1a [10CIIE
pa3BUTHA 60JIE3HU TPAHCIVIAHTATA U IJTAYKOMBI XUPYPIU-
YECKOE BMEIIATENBCTBO COWIN HELEIECOOOPA3ZHBIM BBUY
Da3BUTHA HEOBAKYIAPU3ALUU POTOBULIBI (K 9TOMY BpeMe-
HHU C(POPMHUPOBAIOCH TOTATBHOE IOMYTHEHUE TPAHCILIAH-
TaTa) ¥ pagyKKd. [Ipr 3TOM I71a3 IPAKTUYECKU OCJIEI (BU-
JI€JI TOJIBKO CBET).

Yepes 1,5 roa B CBA3U C BTOPUYHOU HEKOMIIEHCUPO-
BAaHHO, HEOBACKYJIAPHOI TEPMUHAIBHOU ITTAYKOMOM U 60-
JIEBBIM CUHJPOMOM (TmaspriaTropuo BIJl OD Tn +++) 6bu1a
IIPOBEIEHA TPAHCCKIEPAIbHAA HUKIOMOTOKOATYIAL A a6-
COJIIOTHO CJIETIOT'O IIPABOTO I71a3a (MMOPOI' BOZHUKHOBEHUSA
dochena OD — 600 MKA, KpUTHYECKAS YACTOTA CIUSIHUS
aneKTpodocdeHa — HE ONPEETACTCS).

O@TanbMOIOIrUYECKUI CTATYC MAITUEHTA TIEPEJ] IUKIIO-
JECTPYKTHUBHOI OIepaliuer npasoro raasa: Vis OD — «O»,
IJ1a3HOE A6JIOKO, JBIKEHUS KOTOPOTO B IMOJHOM OOBEME,
3HAYUTEJIBHO YBEJIMYEHO B pa3Mepax (6ydTanbM), BU3ya-
JIN3UPYETCS CYIIECTBEHHO YBEINUEHHAS B IMAMETPE POro-
BUIIA — METAIOKOPHEA (puc. 1). KOHBIOHKTHUBA CKIEPHI yMe-
PEHHO HHBEIMPOBAHA, TOTAJIbHOE IOMYTHEHUE TPAHCIUIAH-
TATa POrOBUIILI C IOBEPXHOCTHOI, THTEHCUBHOI HEOBACKY-
JIAPU3ALIIEL 1O BCEH €0 MMOBEPXHOCTU. TAKKE BACKYIAPU3a-
LU AUATHOCTUPYETC B OOIACTHA TUMOA U B MEHBIIEI CTe-
[IEHU — B BUJIE €/IMHUYHBIX, HO KDYIIHBIX COCY/IOB Ha Pa/lyX-
K€ (€/1Ba IPOCMATPUBAIOTCS YePE3 EPUPDEPUUECKYIO ITOIY-
MIPO3PAYHYIO YACTh POTOBULIBI), ITTYOKEIEKAMHUE ONITUYE-
CKHE CpeAibl HE OPTATbMOCKOIIUPYIOTCS.

Vis OS — 0,5 arip ¢ kopp. +1,0 arrrp = 0,6—0,7; B[ — 17 mm
pr.cT. ABTOpedpakromerpusa: OS sph +0,75 anTp cyl +4,75
anTp ax 72° [Topor Bo3HUKHOBEHUS (pocena OS — 60 MKA,
KPUTHYECKAS 4YaCTOTA CIUAHUS 3neKTpodocdena — 37 I
[lepenne-3aanas OCb — 22,2 MM, yJIBIPA3BYKOBOE UCCIIENO-

Puc. 1. MauveHT 5 net c cuHapomom AkceHdenbaa - Purepa fo aHyknea-
uum npasoro rnasa (no nosody 6ydTanbma, BTOPUYHON TepMUHANBHON He-
KOMMEeHCUPOBaHHOMN rNayKoMbl)

Fig. 1. Patient 5 years old with Axenfeld - Rieger syndrome before enucle-
ation of the right eye (for buphthalmos, secondary terminal uncompensat-
ed glaucoma)

BaHUE — 6€3 0COOEHHOCTEI. [IpY TOHUOCKOIIMH YT'OJI IEPE-
HEW KaMEPBI OTKPHIT C BBICOKUM IIPUKPETUICHUEM PATYKKA
K 32/IHEN YaCTU TPAOEKYIAPHOU CETU.

OS — ABUKEHUS I1a3HOTO S16JI0KA B IIOJTHOM OOBEME,
KOH'BIOHKTHUBA €I'0 CJIETKd HHBELIUPOBAH4, POTOBUIIA MIPO-
3pa4yHasd, BU3YAIU3UPYETCA dIMOPUOTOKCOH, B HWKHE-HA-
PYKXHOM CEKTOPE POTOBHLBI C 3 O 7 94COB UMEETCA II0-
MYTHEHHUE — UPUJOKOPHEAIBHOE CPAIE€HUE, TUIOIIA3UL
PaJyKKH (B BUJIE CTPYHBI), 3pa4OK CMEIIEH KHU3Y 1 KHAPY-
KU (puc. 2), peakiiig ero Ha CBET XUBAd, IePeAHAd KaMepa
MEJIKOBATA, XPYCTAJIUK U CTEKJIOBU/IHOE TEJIO IPO3PAUHLIE.
Pedrnekc ¢ r11asHoro JHa po3OBbIi, JETAMH XOPOIIO MPO-
CMATPHUBAIOTCA, CETYATKA U JUCK 3pUTEIBPHOIO HEPBA — O€3
OCOOEHHOCTEH.

ITocne npoBeAeHUs HUKIOMOTOKOATYIAIUU Ha (POHE
IIOCTOAHHOM I'MIIOTEH3UBHOU Tepanuu BIJl mpasoro ria-
34 CHU3UJIOCH JJO YMEPEHHO MOBBIIIEHHOT'O, GOJIU UCYE3IIH,
7143 ObUI MPAKTUYECKUA CIIOKOEH. OJTHAKO Y€PE3 HECKOIb-
KO MECALEB O(PTANBMOTOHYC BHOBbD ITOBBICHJICS, U ITALTMEH-
Ta IEPUOIMYECKN CTAIH OIATh OECIIOKOUTD 60N B IJ1a3Y.
bBoJiee TOro, IpUMEPHO Yyepe3 roj; pebeHKa cTana 6€CIOKO-
UTb HEBBIPA)KEHHAsA CBETOOOA3HD. [I03TOMY OBLI IPOBEJEH
KOHCHWJIAYM O JJaJIbHEUIIEN TAKTUKE JIEYEHUA AAHHOTO Ia-
LIMEHTA, KOTOPBIX PEKOMEHOBAJI SHYKJIEALIUIO IIPABOTO IT1d-
3a.ITocne mpoBeEHUA Pa3bACHUTENIBHOM 6€Ce/Ibl C TAITUEH-
TOM U POJAUTENAMHU, UX COTTIACUE HA TPOBEAECHUE ONIEPAIUN
3HYKJIEALMH IPABOIO 71232 ObLJIO IOJIyYEHO.

DHyKI€a s NPAaBOro I7a3a 6bula IPOBEJEHA C OJJHO-
MOMEHTHBIM (DPOPMHUPOBAHUEM KyJIBTU U IPOTE3NPOBAHU-
eM. [Ipn BBIIUCKE U3 cTanuoHapa: OD — KOCMETHYECKUI
3((EKT YAOBIETBOPUTENBHBIMN, IPOTE3 — COCTOATEIbHBIN.
Pe6GEHOK BBINNCAH C PEKOMEHAAIUAME 3aKAINBIBAHUSA [IPO-
TUBOBOCIIAJINTENBHBIX U AaHTUOAKTEPUATIbHBIX KaIlEJIb B TE-
UEHME MECALA C KOHTposeM BIJl Ha s1eBOM 1123y 11O MECTY
JKATEJIbCTBA.

Kontpoub uepes 3 mecana: OD — rnasHas menb mupo-
Kas, He60JIbIIOE CIM3UCTO-THOMHOE OTAENAEMOE, KOH'BIOH-
KTHBA YMEPEHHO T'MIIEPEMHUPOBAHA, KYJIBTA XOPOIIO IOJ-
BIJKHA, CTAHIADTHBII IPOTE3 COCTOATENbHBIN. Pe6eHKy 110-
JIO6PaHbl UHAUBUAYAJILHBIA IPOTE3 U HA3HAYEHO TOCTOAH-
HO€E HoleHUE O4YKOB 11 OS (B HUX OCTPOTA 3peHust = 0,7—
0,8). Eme yepes 3 mecsa — Bl B Hopme (16 MM pT.CT.),
ocTtpora 3peHusa OS CTabUIbHO COXPAHEHA, HA3HAUYEHHBIC
OYKU HOCHUT ITOCTOSHHO, KaJI00 HA AUCKOM(OPT IIPU HOMIE-
HUHU IIPOTE32 HE NPENBABIAET, KOCMETUYECKUI a(PPeKT —
MIOJIHBIA (puc. 3). UHTEPECHO, 4TO CO CJIOB CONPOBOXK/AB-

TOYKA 3PEHNA. BOCTOK - 3AMAJ, - POINT OF VIEW. EAST - WEST+ Ne 2 - 2024 67



CNYYAU U3 NMPAKTUKN
CASE REPORT

Puc. 2. JleBbii rna3 naumeHTa ¢ cuHapomom AkceHdenbaa - Purepa. Xopo-
WO BU3Yanu3nUpyTCA IKTOMUA 3payka U UPMAOKOPHeaNbHOe CpalleHune B
HUXHE-HapYKHOM CermMeHTe

Fig. 2. The left eye of a patient with Axenfeld - Rieger syndrome. Ectopic
pupil and iridocorneal fusion in the lower outer segment are well visualized

Puc. 3. Maumnent M., 6 net ¢ curapomom AkceHdenbaa - Purepa nocne aHy-
KJeaLny 1 KOCMeTMYeCKoro NpoTe3npoBaHKA NpaBoro rnasa

Fig. 3. Patient M., 6 years old with Axenfeld - Rieger syndrome after enucle-
ation and cosmetic prosthetics of the right eye

Puc. 4. Bug 3payka nesoro rnasa Gavkaiiwei poacTBEHHWLbI pebeHKa
58 net ¢ cuHapomom AkceHdenbga - Purepa yepes mecsy nocne ¢ako-
3IMynbeudukaumm ¢ umnnaxtaumen NOJ

Fig. 4. View of the pupil of the left eye of a close relative of a 58-year-old
child with Axenfeld - Rieger syndrome one month after phacoemulsification
with |OL implantation

e MaJbuiKa Ha KOHTPOJIBHBIN OCMOTD 58-1eTHel 6a6y1-
KM, Y KOTOPOH TaKXKe€ ObL/I, KAK y’K€ YIIOMUHAJIOCH BBIIIE, CUH-
JpoM AKceHpenbaa — Purepa u KOTOPYIO I'Ofl Ha3a[ IPOOIIE-
PUPOBAJIN ITO TOBOAY OCJIOKHEHHOM KATAPAKTHI (Puc. 4), o-
CJ1e IPOBEICHHOI SHYKIE€AMH U IPOTE3UPOBAHNS IICUXO-
3MOIJMOHATIBbHOE COCTOSIHUE U YCIIEBAEMOCTb PEOEHKA Kap-
JUHAIBHO U3BMEHWINCD B JIYYIIyIO CTOPOHY.

O.P. Banzas3una, A.X. Jlucouanosa, O.H. Openbypruna, A.9. babyurxun

[TOMUMO pPETYJIAPHOIO HOIIEHHUSA HHJUBUAYAIbHOTO
MIPOTE32 U MOHUTOPHHIA Yy O(PTAIbMOIOTA IO MECTY JKU-
TEJIbCTBA, PEKOMEHJOBAHO 1 pa3 B roj HaOMIOLATLCA B OT-
Jierie IPOTE3UPOBAHNA U 2 P34 B IO/l IPOXOAUTD INTAHOBBIE
OCMOTPBI y 0TATIBMOJIOrA B JIETCKOH NONMUKIMHUKE BITTIX
¢ ob6s13aTenbHBIM U3MepenueM BIJI, nmposejeHneM OHOMU-
KPOCKOIINH, IEPUMETPUH, OPTAILMOCKOIINHN U ONITUYECKON
KOrepeHTHOU ToMorpadun. C poguTenaMu nposejaeHa oe-
C€lla 1 PEKOMEH/IOBAHO B CIy4d€ TPETbEU 6EPEMEHHOCTH, C
Y4ETOM HAJINYHSA B CEMBE U Y KDOBHBIX POJICTBEHHUKOB CHH-
JpoMa AkceHenp/ia — Purepa, NpoBe/IeHHE IPEHATAIBHO-
IO FEHETUYECKOT'O UCCIEOBAHUA (CEKBEHMPOBAHUE I'€HOB
FOXCI n PITX2).

3AK/NIOYEHUE

Mpl osaraeM, 4To NPUBEJEHHBIN Cay4ail OyJeT UHTe-
pECEH, TaK KaK aHOMaJIUU IIPU CUH/JPOME AKCeHdENbAa —
Purepa BecbMa pa3HOOOPA3HBL, 2 PE6EHOK C IOATBEPK/IEH-
HBIM JIMATHO30M B [IEPBYIO OYEPEb ONALAET IO/ HA6JIIO-
JEHHME BPA4a-O(PTAIBMOJIOTA U MO MOKA3AHUAM — K APYTUM
crienuanucTaM. OQTanbMONATONOTUA IPU CUHIPOME AK-
ceHdenpga — Purepa TpebyeT MHAMBUAYATbHOI'O MOAXOAA
K OIIPE/IEJIEHHUIO 11€JI1, TOKa3aHUHI 1 ONITUMaJILHBIX CDOKOB
PEKOHCTPYKTUBHOU O(TAIBMOXUPYPIUM Y JAeTEN. JJaHHBINA
CIIy4ay JEMOHCTPUPYET HEOOXOAUMOCTD PETYIAPHOIO MO-
HUTOPHUHIA TAKUX MALIUEHTOB, YTOOBI CBOEBPEMEHHO IIPO-
BECTH KOPPEKIHUIO JIEYEHHUs, HE JOBOJA A0 CJIEMOTHI U y/a-
JieHus 171a3a. Ec/u Bee se 3T0 IPOM30LLIO, TO I peaOuIu-
TAIUHU TICUXO3MOIIMOHATBHOI'O COCTOSIHUS pebEHKA HEOO-
XOJUMBI KAUECTBEHHOE MPOBEJICHUE IHYKICAIUN U UH/IU-
BU/IyaJIbHOE IPOTE3UPOBAHUE.
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