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BpoxdeHHas aHupudusi (BA) omHocumcs K epyrine 8poxX0eHHbIX MOPOKO8 pa3sumusi 2iiasa MOHO2eHHOU amuosioauu. Knu-
Huy4eckue riposieneHusi BA e 80-95% cnydyaee ornocpedosaHbl MymayusiMu 8 mpaHCKpunuyuoHHom ¢hakmope PAX6, usparowem
KITH04Ye8Y0 posib 8 rpouecce 2rna3Ho2o MopgozeHesa. OOHUM U3 xapaKmepPHbIX NMPpU3HaKos aarnioHedocmamo4YHoCmu hyHK-
yuu PAX6 aensiemcsi pazsumue aHupuoutiHol kepamonamuu (AK) y 80-90% nayueHmos. B 0630pe cymmuposaHbl CO8peMeH-
Hble 3HaHUs 0 2eHemMUYeCKUX, KITUHUYECKUX, MOpghorio2udeckux u MonekynsapHbix acrnekmax AK. lNposedeH aHanu3 Ho8bIX Me-
modo8 uagHOCMUKU U OCHOBHbIX meparnesmuyeckux nooxodos K nedeHuro AK ¢ yenbro npoghunakmuku rnpoepeccuposaHust
MOMYyMHEHUST pO208UUbI U 3HAYUMEbHO20 CHUXEHUS 3pUmeribHbIX (byHKUUU.
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Congenital aniridia (CA) belongs to the group of congenital defects of eye development of monogenic etiology. In 80-95%
cases clinic manifestations of CA are mediated by mutations in PAX6 transcriptional factor which plays the key role in eye mor-
phogenesis. One of characteristic signs of haplo-insufficiency of PAX6 function is aniridia-related keratopathy (ARK) developing
in 80-90% of patients. The review summarizes contemporary knowledge of genetic, clinical, morphologic and molecular aspects
of ARK. The analysis of new methods of diagnostics and main therapeutic approaches to ARK treatment was carried out aimed
at the prevention off cornea haze progressing and considerable decrease of visual functions.
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BpoxaeHHasa aHupuamsa (BA) oTHocuTcs K rpynne
BPOXAEHHbIX MOPOKOB pasBUTUS [a3a MOHOrEHHOM
3Tnonormn. KnmHunyeckme nposisneHnss BA B 80-95%
cnyyaeB obycnoBfieHbl MyTauusiMM B TpPaHCKpUMLM-
OHHOM (pakTope PAX6, UrparoLlleM K/HOUYEBYH pOJib B
npouecce rnasHoro mopdoreHesa u onpeaenstoulieM
NMaHoOKYNSIPHbIA XapakTep nospexaeHuin [1, 2]. Mas-
Hble nposiBneHns BA npeactaBneHbl KepaTonaTuen,
r1ayKoMon, KaTapakToln, OTCYTCTBMEM pafy>XKW, rMno-
nnasuven osea U ANUCKA 3pUTENIbHOIO HepBa.

AccoumunpoBaHHas c aHupuanein kepatonaTtusa (AK)
ABMSETCA OAHUM M3 Hambonee 4YacTblX OC/OXKHEHUN
BA, npuBOAAWIMX K 3HAUUTENIbHOMY CHUXKEHUIO 3puU-
TenbHbIX QYHKUMIA N anckomdopTy. BaxHon uepTtoi
AK saBnseTcs ee ABYXCTOPOHHWUI XapaKTep U MNOCTOSH-
HOe nporpeccupyiollee TedyeHne. B 6onblIMHCTBE UC-
cnefoBaHM YacTtoTa obHapyXXeHWst BUANMbIX U3MeHe-
HuIA poroeuubl coctaBnsieT 80-90% [3-5], a B 20-26%
c/lydyaeB XapaKTepusyeTcsl CHUXeHueM 3peHuns [1, 6].
Pa36bpoc yacToTbl BCTpeYaeMoCTu KepaTonaTmn CBsI3aH
C TeM, YTO MNPV POXAEHMN U B MEPBYIO AeKady XWU3-
HW U3MEHEHWS pOroBuUbl MOTYT BMU3yasbHO He ornpe-
penatbca [7]. MeaneHHoe nporpeccupoBaHue AK co-
NpoOBOXAAeTCA LEeHTPOCTPEMUTENbHLIM HapacTaHueM
KOHBIOHKTMBAIbHOIO MaHHyca, HeoBacKynspusauumu,
nosieieHneM @GubpO3HbIX y4acTKOB, 3axBaTbIBaOLWMX
3NUTENNI POroBULbI U ee NnepeaHio CcTpoMy. KanHu-
yeckn AK nposBnseTcss cMMNTOMaMu «Cyxoro rniasa»,
peUNaMBUPYIOLWLMMN SPO3UAMU, CBETOBOSI3HBLIO U 3MN-
¢dopon [3]. C Bo3pacToMm nepudepunyeckas BacKyns-
pu3auusa ycunmBaeTcs, a MosiBIeHMe ONTUYECKN 3Ha-
UMMbIX MOMYTHEHWA POroBULbl 3HAYUTENbHO CHMXaeT
3puTesnbHble GYHKUMK. [JeKkoMneHcauns poroBMYHOIo
cTaTyca vale BCero BCTpe4yaeTcsl B TpeTben Aekage
XKU3HWU N ABNSIeTCS O4HOW U3 BeayLuX NMpUYKH cneno-
Tbl NaUMEHTOB B Bo3pacTte ctapwe 30 net [6]. K 3T0-
My BO3pacTy ecTecTBeHHOe TeyeHue AK ycyrybnsetcs
npoBeAeHMEM XUPYpruyeckux BMellaTenbCTB, 3aTpa-
rmeBaroWmMx NMMOGanbHYIO 30HY W YCKOPSOLWWUX Mpo-
rpeccMpoBaHne HefOCTaTOYHOCTU CTBOJIOBbIX KJIETOK
poroBuubl [2, 8, 9].

MpnynHy Bo3HMKHOBEHNA AK CBA3bIBAOT C NepBuY-
HOM HeAOCTaTOYHOCTbIO NMMBanbHbIX CTBOMOBbLIX Kiie-
Tok (HNCK) [10] 1 anbTepaunein nMmbanbHOro MUKpO-
OKpYXXeHUA BCNeacTBue MyTauuum B reHe PAX6 [4].
B HopMe 3kcnpeccus PAX6 coxXpaHAeTcs B anuTenu-
asibHbIX KJI€TKax pOroBuubl BO B3POC/IOM COCTOSIHUMU
[11, 12], nognepxuBaeT ee LeNoCTHOCTb U y4yacTByeT
B 3aXWBNEHUM aNUTENManbHbIX paH n gedekrtos [11,
13]. HecmoTpss Ha coxpaHeHne PAX6 B pPOrOBUYHOM
snuTtenun Ha 60-70% OT HOpManbHOro YpoBHS, ce-
pbe3Hble nNpu3Haku AK ABNAOTCA pe3ynbTaToOM rere-
PO3UIOTHOM TPAHCKPUMUMKN reHa PAX6+/-[14].

Hannune numbanbHbix cTonoebix knetok (JICK) as-
nsetcs HeobxoAMMbIM YCNIOBUEM ANt COXPaHEHUS Npo-
3payHOCTN POroBULLbI U ee pereHepaTOpHbIX CBOWCTB.
MnacTMYHOCTb U MAKPUNOTEHTHOCTb CTBOMIOBbLIX Kile-
TOK onpenensoTcs dakTopaMu OKpyXXalLlen cpeabl.
B MbIWKWHBIX MOAENSAX aHMpUAUN Pax6*/- 6bino nokasa-
HO COXpaHeHue 3nuTenuanbHoro nponudepaTMBHOIO
noTeHuUMana c HapyLlweHHOW dyHKUMEN B CBA3U C U3-
MEHEHUSAMUN B HULLE CTBOJIOBbIX KNETOK porosuubl [4].
Jerpapgauvs nuMbanbHbiX nanucag dorrta B coueTaHnm
C NOSIB/IEHNEM BOCMNASIUTESNbHbIX KNETOK, YMEHbLUEHU-
€M MNIOTHOCTW HEePBHbIX CMeTeHun, notepen b6asanb-
HbIX 3MUTENManbHbIX KNETOK, MOMyTHEHMEM MepeaHen
CTPOMbI COCTaBASAT Mopdonornyeckyto kaptuHy AK
Mo AaHHbIM KOHMOKanbHOM MUKpockonun [15, 16].

Mo paHHbiM K. Ramaesh c coasTopamun, B 78%
Ccny4dyaeB B OCHoBe nartoreHeza AK fexuT paspylie-

HMe NMM6ANbHOrO0 MUKPOOKPYXEHWUS, npuBoasiiee K
dopMMpoOBaHUIO aHOMasIbHOro penapaTMBHOIo OTBETA,
HapYLUEHMIO MUIFpaLUMN POrOBUYHbIX K/1E€TOK, SNUTenn-
anbHoOM anddepeHUMpoBKM KU nponudepaunn [4, 17].
B HacTosillee BpeMs gokasaHa posib Pax6 B MeTabo-
Nn3Me 3KCTPaUeIoNISIPHOr0 MaTpuKca, HOpMasibHOM
akcnpeccun 6enKoB UMTOCKEeNeTa U MOJEKY KNeTou-
HOW agresnu B porosuue [4, 18].

PAX6 perynupyeTt 3KChpeccuto uutokepaTtuHa 12
(K12), koTopblii hOpMUPYET MPOMEXYTOUHble 6enKko-
Bble (unamMeHTbl POrOBMYHOIO 3NUTENUs. DTOT UK-
TOKEpaTUH WrpaeT BaXHyl ponb B (HOPMUPOBAHUMU
MEXK/IETOUHbIX KOHTaKTOB M 3aKpennsieT KJeTKu Ha
noBepxHoctn 6asanbHoi MeMbpaHbl. AHOManbHas
aKkcnpeccust Pax6 BO B3pOC/IOM COCTOSIHUM YCUIIMBaET
HegocTaTovHOCTb K12, npuBoAUT K 6onblUen XpymnKo-
CTW MOBEPXHOCTHOrO 3NUTeNMs 1 MpoaosKatoLwencs
notepe anutenuanbHbiX cnoes [19, 20]. B knetkax
3NUTENUA OTMEYEHO HapyleHue mMopdosiorm sapa u
MuToxoHapui [21, 22]. CHUXEHME 3KCrnpeccumn Mone-
Kyn aaresuun: gecmornenHa, B-kiicevbvil 6 y-kaTeHMHa
yBEJIMUMBAET MeXK/eToUYHble npoMexyTkm [23], a
AeduumnT rMUKOKOHbBIOraTOB Ha POrOBMYHOM MOBEpX-
HOCTM y Pax6*/- reTepo3nroTHbIX MbILUEN CHUXXAET pe-
napaTuBHble BO3MOXHOCTU 3MUTENMANbHbIX K1ETOK U
MX MUrpauMio K oyary nospexzaeHus [24]. B uenowm,
BCe 3TN (haKTbl AeNatoT POroBUYHYHO NMOBEPXHOCTb He-
YCTOMUYMBOWN K BHELWIHMM MOBPEXAEHUSAM, CKJIOHHOW K
peLNaMBUNPYIOLLMM SPO3USAM U U3bA3BIIEHUAM.

Mpy aHMpUaMKM 3NUTENnanbHble KNETKU POroBULLbI
6onee 4yBCTBUTENbHbI K OKWCIUTENILHOMY CTpeccy,
KOTOPbI MNPUMBOAUT K anonTto3y WU aHOMajbHOMY 3a-
XKUBMIEHMIO. AKKYMYNSIUMS  OKWCNEHHbIX MNpOAYKTOB
NPOMCXOAUT NapannefnibHo C pa3BUTUEM CTPOMasbHbIX
NOMyTHeHWUI. OKCUAATUBHbBIN CTPecC AEPXWUT KNeTKU
Pax6*/- B COCTOSSHUM XPOHUYECKOro MNOBPEXAEHUS, UTO
MOXET CTaTb TPUITEPOM ANS BbIK/HOYEHUS SA4EPHOr0
Pax6*- n TpaHcanddepeHUMpPOBKN 3NUTENNS POrOBU-
Uubl MO HeporoBuyHoMmy deHoTuny [25]. ®opmuposa-
HMEe MOMYTHEHWN W MOTEPS MPO3PaYHOCTM POroBULibI
TakXe CBsizaHa C AedMUMTOM MaTpU4HbIX MeTanso-
npotemHas (B 4actHocTn MMII-9), Hannume KOTOpbIX
Takxe perynupyetcs reHom Pax6 [13]. MaTpuuHbie
MeTannonpoTenmHasbl OTBETCTBEHHbl 3a pas3pylueHue
KofJlareHa B npouecce HOpMasbHOro peMoaenvpoBa-
HMUA SKCTPALE/IIOASPHOr0 MaTpuKCa U 3aXUBNEHUS
paH. VX HexBaTka NpMBOAUT K HakonseHuto dnbpuHa
N MHDUIbTPALMM POrOBUYHON TKaAHW KeTKaMu Bocna-
neHus.

B HacTosllee BpeMsi HE4OCTAaTOUYHO U3y4eHbl COCTaB
3KCNPEeCCUpyeMbIX KOMMOHEHTOB C/I€3HOM XUAKOCTU U
ee 0COMONSAPHOCTb. HepaBHMe nccnegoBaHUs nokasa-
I YMEeHblUeHWe BPEeMEHM paspbiBa CNE3HOW MJIEHKN
[16, 26] n pa3nnyHbIn ypOBEHb HEKOTOPbIX 6enKkoB B
cnese aHMPUAMUMHbBIX MNauMEHTOB B CPAaBHEHUU CO Cre-
3011 340pOBbIX A06poBosibLUeEB [27]. B yacTHOCTM 6biN10
0bHapy»XeHO yMeHblUeHMe KOHLEHTpauum a-3Honassbl,
nepokcupeaokcMHa 6, uucrtatuHa S, renbcosnHa u
anonunonpotenH A-1 B co4yeTaHUM C yBeMYEHUEM
YypOBHS (pakTopa pocTta aHpoTenus cocypnos VEGF-C.
Mo MHeHWIO aBTOPOB, HapyLweHne banaHca Mexay npo-
W aHTWAHIMOreHHbIMM akTopaMu B Cre3e nauueHToB
c BA MOXeT cTaTb MPUUYMHONM NATONOrMYECKOro reM- m
numgoaHrnoreHesa maHudecraunm AK [27], a noBbl-
LieHVe ypoBHA AWHYyKneoTuaos Ap,A n Ap A aBnseTcs
KOMMEHCATOPHbIM MEXaHW3MOM C Lesbld CTUMYNsuum
nponudepaunmn n gupdepeHUMpOBKM KIETOK Ha hOoHe
HJICK [26].

M3meHeHna porosuubl npu AK 3axBaTbiBalOT He
TONbKO ee anuTenuanbHble cnov. OTMeYeHO aHoMarlb-
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Hoe pa3BuTMe HasanbHoW MeMbpaHbl anuTenus n bo-
YMEHOBOW MeMbpaHbl, yBesimyeHne TONLWUHbI CTPOMbI
porosuubl [8, 15, 16, 28]. B To xe BpeMs MOpdOs10-
rMyeckme M3MEeHEeHWs He 3aTparnBalroT AecLeMeToBY
MeMbpaHy u sHaoTenuoumTtbl [29]. MNpuUUKMHbI yBENN-
yeHns obbema CTpOMbl POroBuubl He O6BACHAKTCA
ANCHYHKUMEN SHAOTENMANbHbIX KIETOK, TaK KakK MuX
NJOTHOCTb B M1asax ¢ BA crtatucrtmueckn He oTimya-
€TCs1 OT TaKOBOW Yy 340POBbIX MauUMEHTOB M OCTaeTcs
COXpaHHOW B TeyeHune BCeN XMn3HU [8, 16]. Bo3aMOXHO,
yTO/LLEHNE POrOBMYHOW CTPOMbI CBSI3@HO C Hapylue-
HMeM akcnpeccmn PAX6, NpuBOASAWMM K HapyLIEeHWUo
3anporpaMMMpoBaHHOr0 anonTo3akepaTouuToBs, nep-
CUCTEHUMM KepaTouMTOB M CBA3AHHOIO C HUM BHeKe-
TOYHOro MaTpukca [28].

YcraHoBneHo, uto npouecc AK pa3sumBaeTcd nocra-
OVAHO C NOCTEMNeHHbIM NMpoABUXEHNEM OT nepudepun
poroeuubl K LeHTpy. CyLecTByeT HEeCKOJIbKO KflacCu-
Ppukaunin AK, ogHa 13 KoTopbix paspaboTaHa WBeACKM-
MU yuyeHbiMu B 2010 roay [30], apyras Lopez-Garcia B
2006 [3] (Tabn. 1, 2). HecmMoTps Ha pa3nunyHble Kac-
cMdUKauMOHHbIe LWKanbl, yKaszaHWe rpaHuubl Mexay
pacnpocTpaHeHMeM naTo/IorM4yeckoro rmnpouecca Ha
LEeHTPaNbHY 30HY porosuubl (CHMXEHUE 3peHus) u
ero fiokanmsauuner B GyHKLUNOHANbHO HEAKTUBHON ne-
pudepruyeckon Yactmn IBNSETCS HE06X0ANMbIM.
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OnarHoctmka nposiBneHnin AK pgos/mkHa ocyuwecT-
B/IATbCA C CaMOro paHHero Bo3pacTa, T.K. HeCMoTps
Ha OTCYTCTBME KJIMHWMYECKOW CMMMTOMAaTUKKW, Havasb-
Hble MpU3HaKW rnoTepu MNpPo3pavyHOCTU POroBULbI MO-
rytT HabnwaaTbCsa yxXxe C poXAeHUs, npeaonpenenss
BbICOKMI pUCK nporpeccupoBanms AK B fanbHenwemM.
O6cnepoBaHme naumMeHTOB BkAtOvaeT B cebs Kak py-
TWHHbIE METOAbl AMArHOCTMKWM, TaK U UCCNeaoBaHus,
Hanpas/leHHble Ha OueHKY BblpaxxeHHocTn HIICK.

MpoBeneHne 6uoMmMKpockonun aensieTcsa obazaTtesnb-
HbIM 1 Heo6XOAMMBbIM YCNOBMEM onpeaeneHnus ctaaum
AK © BbIiBNEHNS BO3MOXHbIX Ae(deKTOB pOroBUYHOMN
noBepxHocTn. C uenbto BbISBNEHUS paHHMX cTagmin AK
MCMONb3yeTCca MEeTOANKA «MO34HEro npokpalimBaHus»
pacTBOpoM dtoopecLienHa C UCNOSIb30BaHNUEM CUHEro
kobanbToBOro usbTpa. Hannume aHOManbHOM KOHb-
IOHKTMBAaNbHOW TKaHu, ceBa3aHHon ¢ HJICK, nposBns-
eTcs 6onee cnabbiM cBeyeHneM yepes 3-6 MUHYT Mo-
c/le oKpalwmMBaHus, YeM rnpu o6bIYHOM aNUTENManbHOM
pedekTe porosuubl. OTa TEXHMKA OCOOEHHO Mnosie3Ha
npun obcrnefoBaHUM ManeHbKUX AeTeil Nnoj HapKo30M,
Korga efBa pasnvMumMmble MNPU3HAKM paHHUX CTaaui
AK MoryT nerko 6biTb nponyueHbl. OueHka KayecTsa
cne3Hon nneHku (onpeseneHne BpeMeHu ee paspbiBa,
OCOMONSAPHOCTM U Ap.) M BbIPa@>XEHHOCTU CMMMATOMOB

Ta6bnuua 1.
Knaccudumkauma kepatonatum, CBA3aHHOW ¢ Bpo)XkaeHHoMW aHupuauein (no Eden)
CreneHb PoroBnyHblie nposiBNeHns
0 Mpo3payHas porosmua
I Mepudepnyeckoe NOMyTHEHME POrOBULbI C BpacTaHNEM COCYA OB
1 Mepundepnyeckan HEOBACKYSIpU3aLNa NO BCEM OKPYXHOCTU, HE HapyLualwas LueHTpasbHoe
3peHune
I BoBneuyeHune LLeHTpabHOM YacTu poroBuLbl, OCMOTP M1a3HOro AHa 3aTpyAHEH,
cybanutenmanbHbll Gnbpo3, CTpOManbHbIN Xen3, LeHTpasbHbIM POCT COCYA0B
v MyTHas, Henpo3payHaa porosuua
Vv KoHeuHas ctagus, pperynspHasa CTpyKTypa poroBuubl, He onpeaensiercs
HW OAWH U3 ee CNnoeB
Tabnuua 2.

Knaccudumkauma keparonatmm, CBA3aHHON C Bpo)XXAaeHHOW aHupuauein (no Lopez-Garcia)

Backyna3vpoBaHHbI

+

Cragumn Dpo3nn/a3Bbl MaHHyC lMpn3HaKn + CUMNTOMBbI

I ctagus MaKCUMYM ABe 3axBaTbIBaOLLNM He60£;£(a)ﬂeacfl54cmoHpa6uMﬂ

He3HaunTenbHas peunanBmpytome nepudepmnyecKyro 4acTb Ha roBe XHoF::TM OrOBULIbI:

nmmbanbHas 3pO3UN NN SA3BbI poroBuLbl He 6onee yem He3Haqm$eanaq gnmbopa |;|

H TAaTOYHOCTb B TEUEHMU MecsaLeB Ha 1 MM OT UM

€[0CTaToO4YHOC eyeHue 6 mecsue a o 6a hoTothobus

3axBaTbIBalOWMI Kak NoCTOsIHHaA HecTabubHOCTb

JI'III/I(I\:IITGaéqJ'IMbﬂHaH peuaonﬂiigsgﬁwx MUHMMYM MNOJSIOBUHY CNe3HOM NJIEHKU; MOCTOSAH-

o " «
HEAOCTaTOUHOCTb P03t NN 5138 nepudepnyeckon 4yactm Hble NPU3HaKN «KpaCHOro

porosuubl £ cybanuTe-
nvanbHbIn Grnbpo3

rnasa», anudopa u

B TedeHune 6 MecsueB d)OTOCbO6VI$|

CDEAHGVI TAXECTU

MOCTOSAHHasA HecTabubHOCTb

III ctagnsa B Npouecc BoBJieyeHa CNEe3HOM NJIEHKWN; MOCTOSAH-
Taxenasa numbanbHas nogT%;'B::b'%:opBM:SSK” LeHTpanbHasa 4yacTb Hbl€ MPU3HAKM «KPacHOro
HEeAOoCTaTOYHOCTb P P pOroBuLbl rnasa», anundgopa, potodo-

618 N CHUXEHMEe 3peHuns
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«CYyXOro» rsfasa, KoTopble acCoLMMPOBaHbl C THXECTbIO
COCTOSIHMSI POrOBUYHOM MOBEPXHOCTU, Takxe TpebyioT
06a3aTeNbHOro KOHTPOS.

MmMnpeccnoHHas UMTONOrMS SABNAETCA BbICOKOCME-
LUMPUYHBIM TECTOM, MCMOMAb3yeMbIM ANS ANATHOCTUKM
BblpaxxeHHocTn HJICK. IHpOpMaTUBHOCTb AaHHON Me-
TOAMKW 3HAYUTENbHO MOBbLIWAETCH MPU MMMYHOMIO-
OpecCueHTHOM OKpalwwmBaHum obpasuoB C MCMNOAb30Ba-
HUEM aHTUTEN K unTokepaTuHy 12 (K12, xapakTepHbIi
Ons poroBuubl) U umMtokepatuHy 19 (K19, xapakTtep-
Hbli A5 KOHbIOHKTUBLI) C LeNbio PeHOTUNNPOBaHUA
3nNuUTennanbHbiX Knetok. OAHaKo WMMpeccUoHHas
LMTONOMNA MOXET MPUBOANTb K MOSABJIEHUIO JIOKasb-
HbIX 3MUTENuasnbHbIX AedeKTOB. YUuTbiBas, YTO CKO-
poCTb 3nuTenusauum y naymeHtos ¢ AK MeHblue, YeMm
y 06bI4YHbIX NAaLNEHTOB K NPOBEAEHUI0 AaHHOro MeToaa
AVNAarHOCTUKU HYXXHO NOAXOANTb OCTOPOXHO U 060CHO-
BaHHO.

KoHdbokanbHas MMKPOCKOMNNA SABASETCS BaXXHENLLNM
KIMHWYECKNM ANArHOCTUYECKMM MEeTOAO0M, MO3BONSIO-
MM MPUKM3HEHHO M3y4aTb KJIETOYHYI MOPdONornto
rnasHon MOBEPXHOCTU, B OCOBEHHOCTU BCEX C/I0eB
pOroBuLbl, KOHBIOHKTUBbLI U NnMba. KnnHuyeckue wmuc-
c/lejoBaHMS BbISIBUIN Y HEKOTOPbIX NauUMEHTOB C paH-
Hen ctaamm AK (0-I ctagum) Hanuume nmMMbanbHbIX
CTPYKTYp C COXPaHHON MPOreHUTOPHON MYHKLUNEN,
KoTOopble obecrneuymBaloT pereHepauuio U caMoobHOB-
JIeHVe poroBuLibl, a TaKXe Mo3BoNAKT AJIUTETbHO MNOA-
AepXuBaTb NPO3pavYHOCTb r1a3HOM NoBepxHocTH [15].
B 6onbluMHCTBE Xe cny4daeB nporpeccuposaHue HJICK
npu AK nposenseTcs paspyweHveMm nuMmbanbHoro 6a-
pbepa, pacrnpocTpaHeHMeM KOHbIOHKTUBASIbHOrO 3Mu-
Tenus B LEHTpasibHble parioHbl POroBULbl, MOSBAEHU-
eM 60KanoBMAHbLIX M BOCMANUTENbHbLIX KIETOK Ha ee
MOBEPXHOCTU, Aerpagaunen Uan nosiHbIM OTCYTCTBUEM
nanucag ®orta [15, 27].

OnTnyeckasa KorepeHTHas Tomorpadus nepenHero
OTpe3Ka B HacToslllee BpeMs paccMaTpuBaeTcs B Ka-
yecTBe [AOMOJIHUTENIbBHOMO MeToAa AMAarHOCTUKW JIUM-
6anbHbIX MPOreHUTOPHBIX CTPYKTYP, @ TaKXe MOXeT
6bITb NONe3Ha B onpeaeneHun rnyobuHbl CTpoOMasibHbIX
MOMYTHEHWU, orpeaeneHns ToNLWNHbI POroBULbl U BU-
3yanusauuu CTPYKTYp nepeaHen Kamepbl rnasa npu
HEeNpo3payvyHOCTM ONTUYECKMX Cpes.

JleueHme. AK xapakTepusyeTcs MNOCTEMNeHHbIM, B
TeueHne AeCATUIETUN, NMepexonoM OT YC/IOBHO HOp-
MasibHOM 3NuUTennasbHON CUCTEMbl K AedeKTHON, He-
MOSIHOLEHHONM. B HacTosuwee BpeMs HeT AOKa3aHHbIX
3 PEKTUBHbBIX CNOCOB0OB MEANKaMEHTO3HOrO Jie4eHuns,
KoTopble Mornu 6bl 3amMeanuTb MW MPUOCTAaHOBUTb
nporpeccupoBaHue npouecca. Lenbio coBpemeHHOMN
Tepanun AK aBRsSieTCA KOppeKuus ee MpOosiBIEHUNA U
HMBeNnpoBaHue (aKTOpOB puCKa, BKIOYAKOWMX W3-
6bITOYHOE MonagaHMe COTHEeYHOro CBeTa, NHBa3UBHbIE
MeToAbl 06CnefoBaHMS U HaMYMe KOHCEPBAHTOB B CO-
CTaBe TOMMKalbHbIX MeANKAMEHTO3HbIX CPeACTB.

MepnkameHTO3HOe conpoBoxaeHune AK 3aBucuT oT
CTaauu naTonornyeckoro npouecca. fNpu cybknmHuye-
ckmx nposineHmsax AK, a Takxe npu HanM4ymMm CMMNTO-
MOB «CYXOro r/iasa» BO3MOXHO MCMO/b30BaHMe Cneso-
3amMellaolWmx npenapaTtoB B BMAE Kanesb Ha OCHOBEe
rmanypoHOBOM KUCIOTbl 6e3 NpucyTCTBUS KOHCepBaH-
TOB. Y MauMeHTOB C NEerkMMm Uanm yMepeHHbIMU NpOosiB-
nenmamMmn AK 3akanbiBaHWe ayTOSIOTMYHOW CbIBOPOTKM
AoKaszasno cBok 3MPEeKTUBHOCTb B YMEHbLUEHUN CYybb-
€KTMBHbIX »afob naunmeHToB Ha YyBCTBO ANCKOMdoOpTa
W CHU3WJIO YaCcTOTy 3pPO3MIA B CpaBHEHMN C nNpenapaTa-
MU UCKYCCTBEHHOM cnesbl [3, 31]. MokpbiTne aMHUO-
TU4Yeckom meMmbpaHol Npu OTCYTCTBMM OTBETA Ha MeCT-

HYI Tepanuio 3HauYuTeNbHO HUBENUpoBasio 6oneson
KOMIMOHEHT M YCKOPW/IO 3aKpbITUE 3MNUTENNANbHOro
nedekTta, ogHaKo MMeno BPEMEHHbIN NONOXUTENbHbIN
pe3ysbTaT C BO3BPAaTOM CMMMNTOMOB C TEYEHWEM Bpe-
MeHn [32]. HoweHune cknepanbHbIX KOHTAKTHbIX JINH3
MMeeT MOJIoXUTEesbHble acrnekTbl, Tak kak obecneuu-
BaeT NOCTOSIHHOE Han4yme HebOoNbLIOro MEHUCKA XNA-
KOCTM MeXAY r1a3HOM NOBEPXHOCTbI U MOBEPXHOCTbLIO
NNH3bl. Ha3zHauyeHne Nogo6HbIX NIMH3 No3BoAseT ANnN-
TENbHO COXPaHsATb MPO3PayYHOCTb POroBuULbl, @ NX paH-
Hee MCNonb30BaHWE BO3MOXHO MpeaoTBpallaeT ¢op-
MUpOBaHMe rnyboKux cTpoMasnbHbixX pybuos [33].

Mcrnonb3oBaHme 6051ee MHBA3MBHbIX METOAOB XMU-
pypruyeckoro siedeHna AK onpasgaHo npu rnosiBNeHnmn
NMOMYTHEHWIA POrOBMLbI, 3aTparnBaroLLMX ONTUYECKYHO
30HY, 3HAYUTENbHO CHMXAKLWMX OCTPOTY 3peHus wu/
WA MpU 4acTo noBTopsloWwmMxcs 3po3unax. Croco-
6bl  noppepxaHua NMM6anNbHOr0O MWKPOOKPYXKEHUS
M COXpaHEHMS MpPO3pPayHOCTM POroBMLbI BKJIOYAOT
nepecagky KynbTUBMPOBAHHOIO NMMb6anbHOro snure-
nuansHoro annorpadTa (allo-CLET) [34, 35], TpaHc-
niaHTauMlo ansioreHHon KepaTtonumbanbHOM TKaHu
(KLAL) [36] nnm ayTONOrMYHON CAM3NCTON 060104KM
poTtoBoli nonoctu (COMIT) [37]. Ycnex OT TpaHCniaH-
Tauum CTBOJIOBbIX KJIETOK O4eHb BapuabeneH. OH co-
XpaHseTca B TeyeHue 3-x neT y 53-75% nauneHToB
[34, 37] v noBbiwaeTcs Npu A4ANTENbHOM MPUMEHEHUN
CUCTEMHbBIX MMMYHOCYNpecaHToB [36] B CpaBHeHUW C
NCMNONIb30BAaHMEM TOJSIbKO MECTHbIX LMTOCTaTuKkoB [35].

CkBO3Has KepaTonsacTtuka camocTosaTenbHo 6e3 ao-
NMOSTHUTENBbHOW TPaHCMIaHTauMn nmMMbanbHbIX CTBO-
JNIOBbIX KNETOK, 3a UCK/IIOYEHUEM €ANHUYHbIX C/ly4yaeB
[38], nmeeT nnoxomn nporHos [32, 38], n MOXET NpMBO-
AnTb K ycyrybnenuto AK [39]. MakcuManbHbIn 3 dek-
TUBHbIA NEepuMog COMeTaHHOM XMPYPrun COCTaBsieT He
6onee 3-5 net c nocneaywwmM peumanBmMpoBaHMeM B
6onblwMHCTBE a3. B Taknx ciy4vasx nUCnosib3oBaHue
BocToHckoro kepatonpotesa (Kpro) paccmaTpuBaeTcs
KaK anbTepHaTMBbIN crnocob nedenuns [40]. OgHako no-
cnegHuin aHanus 110 cny4vaeB KepaTonpoTe3npoBaHus
Kpro nokasan, 4to naumeHTbl ¢ BA MMelT BbICOKUMN
PUCK MOCNeonepaunoHHbIX OCNOXHEHUI U 60MbLUyto
4YacTOTy 3KCMJlaHTaumir npoTe3a B TeyeHue nepsoro
roga HabnwgeHnsa [41]. YacToTa pasBuTUs peTponpo-
Te3HbIX MeMbpaH Mo AaHHbIM pa3/IMYHbIX aBTOPOB Ba-
pbupyeT oT 12,5 no 67% [40, 42].

MepcnekTMBHOWM B HacToslllee BpeMs SABASETCA 3KC-
nepuMeHTanbHasa  pa3paboTka  OGMOCMHTETUYECKMX
KOSinareHoBblIX MeMbpaH n 6MOCOBMECTUMbIX 3na-
CTOMEPHbIX HAHOBOJIOKOH B KayecTBe anbTepHaTu-
Bbl aMHMOTMYeCKOol MeMmbpaHe B neyeHun AK [43].
3D-TexHOoMornMm BoccosaatoT 6MOMHXXEHEpPHbIE Nannca-
pononobHble KpMNTbl HA OCHOBE KoJllareHa B KadecTse
HOCUTEeNnern CTBOJIOBbIX MMbBanbHbIX KNEeTOK C Lesnbko
BOCCTAHOBJ/IEHUS pa3pyLUeHHOM nnMbanbHON apXuTek-
Typbl [44]. Pa3spaboTka HOBbIX, MOTEHUMaNbHO Nep-
CNeKTUBHbIX METOAOB SleyeHns Ha ocHoBe dyHAaMeH-
TaslbHbIX FEHeTUYEeCKUX MUCCNefoBaHWI, Takxe JaeT
Hagexay Ha OCTaHOBKY wnm obpaTHoe pasBuTtue AK
ANS NauMeHTOB, NpeXae BCero C HOHCeHC-MyTauusMm
[45]. B HacTosWwee Bpemsa HavaTa II ctagmsa paHaoMum-
3MpPOBaAHHOro ABOMHOro cnernoro naauebo-KoHTpoan-
pyeMoro KamMHuyeckoro nccnenosaHmsa STAR cC uenbto
n3yyeHnsa apdeKTMBHOCTM 1 6€30NacHOCTU UCMNOJb30-
BaHMS aTanypeHa B Koppekuun PAX6-CBs3aHHbIX Ae-
dheKToB pa3BuTUS rnasa.

Takum o6pas3oMm, onTMManbHOE MeAMUMHCKOe CO-
npoBoXxzaeHne naumeHToB ¢ AK TpebyeT moHWMaHus
C/IOXXHOCTW ee NaTopm3noa0rnm, BKIOYaLen 3HaHUs
MONEKYNSAPHbIX, KIMHUYECKNX, MOPEONOrMyecknx u
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reHeTUYEeCKUX acrnekToB. TpaauLMOHHbIE METOAbI BOC-
CTaHOBNEHMSA MPO3PaYHOCTM ONTUYECKOM CUCTEMBI MpU
AK — nepecagka numbanbHbIX KN1eTOK, CKBO3Has Kepa-
TornjsacTuka n KepaTonpoTe3npoBaHUE HE NOKasbiBaloT
XOpOLWMUX pe3ynbTaTOB B A0JIFTOCPOYHOM MPOrHo3e u
BIeKyT 3a co60li 3HaunTenbHbIi puck 6e3 gocraTou-
HO BbICOKOI0 YpOBHS ycnexa. Hakannmsatwmecs 3Ha-
HMa o MexaHmsmax HJICK, nameHeHusx rnasHom no-
BEPXHOCTWN M COCTaBa C/Ie3HON MJIEHKM MOryT NOMOYb B
MOHMMaHWK NaTosornyeckmux mMexaHmsmos AK u cTtaTb
OCHOBOM pa3paboTkn HOBbIX CTpaTernin nevyeHus e 6y-
ayweM. B 1O xe Bpems Beaywas posib reHa PAX6 B
noagaepXaHuu romeocrtasa poroBUYHOro 3nNUTENns OT-
KpblBaeT NepcrneKTuBbl AN pa3BUTUSA FreHHON Tepanun
B KayecTBe ajibTepHaTWBbl CYLLECTBYHOLWUM crocobam
neyeHus.
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