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Axryanenocts Bpoxjennaa anupugus (BA) (OMIM 106210) — pexgkas
IAHOKYJIAPHAA NATOJOTMA, HApyIUAKIad pa3BUTHEe MHOTMX CTPYKTYp IJjasa
1 BosHMKawluag B 85-95% caydyaeB B peayawbTaTe mMytauuii B reme PAX6
[1,2]. Keparonatua aBnsAeTcAa OAHHUM M3 YacThIX IIPOABJeHHMI BA u xapakre-
PM3yeTCA MPOrpecCHpYyIOLMM IIOMYTHEHHEM POrOBHUIILI B peadyJibTaTe MepBUY-
110 HeJ0CTATOYHOCTH JUMOAIBHBIX CTBOJOBBIX KiaeTok [3]. KnmHuueckue
IIPOSABJIEHUSA BBIPA’XKalOTCA B MEAJIEHHOM HAalOJI3aHUM KOHBIOHKTHUBAJIBLHOTO
llAHHyca B BHJe IJIaCTa KJIETOK OT NepH(epuu POroBHIbl K ee IeHTPY.

Ilenasto paGoTsl ABMJIOCH M3YyYeHHe TeUeHHUS aHUPHAMHHON KepaTomaTum
(AK) u onlerka mMop(osorndecKux M3MeHeHmi B manucafax dorra mpu pas-
JIMYHOHN BBIPAXKEHHOCTH JUMObATBbHON HEZOCTATOUHOCTH.

Marepuaner u meroasl C menbio Bepudpuranuu craguu AK 6wi1a mpo-
negeHa 6uomukpockonuda 131 riasa 68 nanueHTOoB Ha mIesaeBoil tamne «SL-
980-5x» (C.S.0., Uranmmsa). B pabore ncnonssosanacek kaaccupuranus AK,
lIpenJIoKeHHasa HOPBeXCKUMHU yueHbIMU B 2012 roxy (tabamua) [4].

Hzyuenne mopdosorHyecKUXx H3MEHEeHUN B JUMOANBLHBIX IOJIHCAIAX
tborra y 17 manuentoB ¢ BA (34 riasa) BRIMONHANOCHL NPH NMOMON[A KOH-
(hoxkanpHON MHKpPOocKonMH Ha Tefifens6eprcKom J1asepHOM pPeTHHAJBLHOM TO-
morpae (LSCM) HRT-3 ¢ porosnmunsim moaynem Rostock Cornea Module
(Heidelberg Engineering, I'epmannsa). OrpaHudueHus NpUMeHeHUA IIPHUIKUI-
HeHHOM MHKPOCKOIMM OBl CBA38HBI ¢ HAJUYUEM BHIPAXKEHHOTO HHCTArMa
It cBeTODOASHH Y MAlMeHTOB.

PeayasraTsel. [Tog namnm mabmonenuem Haxoauauck 68 nmanuenros (131
rna3) u3 51 HepoacTBeHHOM ceMbl. Cropafnyeckas aHNPUAKUA 3a(DMKCHPOBa-
na B 21 cayuae (31% ), ceMeitHBIi aHAMHE3 aHUPHUAKH ObLT OTMedeH y 41 de-
sosexa (24 cembu), B 6 cayuasx (9%) xapakTep BO3HUKHOBEHMA aHUDUIUHU
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He ObL1 ycTaHoBJeH. Y 50 4UenoBeK JMArHO3 aHUPHUANHU OBLI IIOATBEDH/Li
remerndyecku. Boapact naumeHToB coctaBua 22+16,6 roga (ot 2 mecsaien jin
67 ner).

Keparonarnsa pasmnuHoll cTeneHN BBIPAMKEHHOCTH OblLia BbhIaBIeHa B 100
raasax (78,6%). Hauanbuele craguu xepatonatuu I m I cragum mpesasin
poBanu u cocraBuau 59 (45%) u 23 rmas (17,5%) coorBercTBeHHO. Bid
pa)xeHHBIE M TsAXKeJble NMPOABIeHUuA auctpodum porouibl IIT u IV craji
ormeuensl Ha 12,2% u 3,8% rmazsax coorBercrBenHo. B 5 cayuaax cybarpo
¢uu riasaoro Abroka HabIOAANACH HPPETyIsIpHAA CTPYKTYPa POTOBHIIBI (i
BO3MOXKHOCTH BbleIeHHA ee caoeB (V cTagus KepaTomaTuu).

Amnanus npossiesnit AK B 3aBUCHMOCTH 0T BO3DACTHOI IDYIITHI HAUECN

TOB MOKasaJ, uTo B guanasoHe oT 0 go 10 jyer y 39,5% pxereir nmpoassiediy
KepaTonmaTHH OTCYTCTBOBAJM, B ocTainbHbIX 60,5% wnabamoganace KepaToln
tiA | cragum. ¥V gaHHOH KaTeropWy HAIMEHTOB He GbLIO ONEePATHBHBEIX BM(
LIaTeJBCTB B aHaMHe3e. B BospacTHOI rpynime ot 10 g0 20 neT mo-mpexxHeMy
NIPeBaJNPOBANN HayalbHble H3MEHEHHUs DOrOBHYHON mosepxHocTH (60%
I cragus), ogHaxko B 20% cayuaeB MOMYTHEHHMS PACIPOCTDAHAJIMCH Ha Ol
TUYECKYI0 30Hy POTOBHIIbI U BBI3BIBAMN CHUKeHHe 3peHus (111 cragusa). Bew
nanuenTs! ¢ III craguell KepaTonaTHH B IPOLIJIOM II€PEHECIM OMNEPAITHH 110
IOBOLY HSKCTPAKIMM KaTapaKThI.

B xareropun namnuenTos ot 20 no 30 sier HauajbHBIE NPOABIEHUS Kepa
rontatuu (01 crazum) 6vinu B 57,8%; II cragum — B 23,7% ; BhIpaMeBEHLI®
nposisnenus auctpogun porosunsl (III-1V cragum) — B 13,2%; Ha ABYX
riasax pasBuiachk cybarpodua riasHoro s6soka (5,3% ). MeHee IOJTOBHHDLI
nanuenTos ¢ 01 cragusamu (45% ) u ¢ III-1V craguamu kepatonarun (40% )
NlepeHeCTH B IIPOIIJIOM OIePATHBHbIE BMEIIATEILCTBA IO IOBOAY TAayKOME!
M KaTapakThl. KiuHNYecKHe IPU3HAKHU [IPOrpecCHPOBAHUSA JUMOATLHONR He
AOCTATOYHOCTH OBIIM MeHee BBIDA’KeHbI NP BBHIMOJHEHHM XHPYPrHYecKHX
BMeIIATeAbCTB Ha ()OHe HAYAJLHBIX POroBMuYHBIX uaMeHeHui (0—I cramum).
IToTepss mpo3payHOCTH DPOTOBHILI B ONTUYeCKOH 30He mpu III-IV cragmsx
3HAYUTEJILHO 3aTPyAHAIA BU3YANbHBIA KOHTPOJE B XOI€ ONEpPAlUil U IOBbI-
maJjia BepPOATHOCTh MHTPAOIEPAIIMOHHBIX OCJA0XKHEHHUI.

Honsa ciydaes Taxenoif keparonarun I11-V craguu B Bo3pacTHOH KaTero-
pun oT 30 go 40 seT u y nur crapire 40 neT 6bl1a OJUHAKOBOH ¥ COCTABHAA
41 u 44% coorBercTBeHHO. 88% 3THX NAOMeHTOB MMeJH B aHaMHe3e OIle-
PaTHUBHLIE BMeIlaTeabCTBa. ¥ OGOJIbINEi MMOJOBMHBI AllMeHTOB HabII0aaNCh
HauaJbHbIEe MPU3HAKU NuMbanbHON HexocraTtouHoctu (I-11 cragum), Hecmo-
TPA Ha NIPOBEJEeHHOE B IPOILIOM XHpypruueckoe jedenue (65% riaas).

Mopdonoruuecke mucciesoBanmuaA in vivo manucas ®orra y mamueHTOB
¢ 0 cragmeii xeparomatuu (2 riasa) NO3BOJWUIM OOGHADYXKMTH HOPMAJbHBIE
CTPYKTYDBI MPOTeHepaTopHo# JuM6anbHOH 30HBI. OnHako npu I cragum Ke-
patonatun (10 m3 12 rias), Ha QoHe HE3HAUMTENLHO BBHIPAYKEHHBIX KJIHHU-
YECKUX NPOABJIEHMH, MOPdonoruyecky HabII00annCh OPU3HAKH JeTpajamiy
CTPYKTYDP manucaf. JlumbanapHble KPHIITH NPEACTABISNN KOPOTKHE pelKHe
OHKH, OTCYTCTBOBAJM BUAMMEIE IMOAJIEKAIl[He COCYAbl, Ha mnepudepUH poro-
BUILI Habaoganoch BHeApeHHEe KOH'BIOHKTHBAJIBHON TKAHU B BHAE KOH'BIOH-
KTUBANbHBIX OCTPOBKOB M yBeJHYeHHe KJIETOK BOCIAJIEHWs, B LEHTPaJbHOMN
30He — yBeJHWYeHHe KJeTOK JlaHrepranca. Y ocTajipHBIX namueHTtoB ¢ I, II u
III craguAMy KepaToONaTHH CTPYKTYDHI nanucas Porra He 6BLIH OGHADYKEHBI.

3axmiouenne. HecMOTpA HA cymiecTByOLINE JaHHBIE O IIOCTEIIEHHOM IPO-
rpeccupoBanun AK ¢ Bo3pacToM M TpaBMHMDYyWOIllee TPUITepHOEe BO3AeHCTBHE
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WHePNTHBHBIX BMEIIAaTeNbCTB Ha JUMOAJBHYIO 30HY, y IanueHToB ¢ BA Ha-
IOUNIOTCA PasHBIE TeMIBI DadBUTHsS DOTOBHUYHBIX ocjoxHeHUil. Heobxo-
WIMO JlaTbHelIIee U3ydeHHe IeHeTUUeCKH ONOCPE0BAHHBIX acneKkToB AK u
Wil e PHATUBHBIX OyTell MoANeDp KaHI dMUTeINalbHON MeJOCTHOCTH POTOBH-
1114, BOBMOJKHO 34 CUET ee CTPOMAJBHBLIX CTBONOBBIX KJeToK. Kondoxansnas
MIlKDOCKOIINSA TIO3BOJIAET OLLEHUTH CTeleHb JMMOATLHON HeJOCTATOYHOCTH
un panamx craguax (0-1) AK. JasabHeitmas gerpapamua nanucan Porra
WPHUOJAMT K PaspylIeHuio nuMOanbHOro 6aphbepa M HHBa3WM KOHBIOHKTH-
WILITLIOTO ITIUTENS.
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