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®rbY «HMUL ena3Hbix 6onesHel um. lfenomeonsya» Munsdpasa Poccuu, Mocksa

PE®EPAT

Llenb. MpoBecTn aHanu3 nutepaTypbl Ha TeMy BPOXAEHHbIX MOMYT-
HEeHWI POroBuMLbl, UX ANArHOCTUKK, A depeHLnanbHON MarHoCTUKY, a
TaKke BbIGOpa ONTUMaNbHOM TAKTUKM NeveHus.

BpoxpaeHHble nomyTHeHua porosuubl (BIMP) B cnyyanx, korga addek-
TWBHOE IeYeHUe 3ana3zAblBaeT, NPUBOAAT 06bIYHO K HeoBpaTMoii noTepe
3puTenbHbIX QyHKLMIA. [of06HbIN AnarHo3 TpebyeT HeoTN0XHbIX Mep. B To
e BpeMsA pefiKoCcTb POrOBUYHO NaTONOMUN Y HOBOPOXAEHHDBIX U TPYAHO-
CTW, CBA3aHHbIE ¢ UX 06cnegoBaHneM, MOPOXAAIOT cUTyaumto, Korga 6onee
UIN MeHee onpejesieHHble KIVHNYeCK1e NoAXoAbl K BeAeHUI0 3Toii naTo-
NIOTUW OCTATCA HEACHBIMU ANA BONbLIMHCTBA AETCKUX 0(TanbMONOroB.

Odranbmoxmpyprua. 2021;1: 73-81.

Monarasicb Ha COBCTBEHHbIN OMbIT U AaHHbIE NUTEPATypbl, aBTOPbI
OMUCLIBAOT OCHOBHbI@ OMOPHbIE MYHKTbI AN dhepeHLnanbHoro AnarHo-
3a 1 BegeHus 6onbHbiX ¢ BMIP. OnucaH 40CTAaTOYHO WMPOKMIA KPYr aHo-
Manuit pa3BUTKA, HacNeCTBEHHbIX BPOXAEHHbIX AUCTPOGUiA pOroBuMLbI
1 metabonuuecknx GonesHeit B KayecTse Begylwux npuymnd BMNP Hapsaay
C 3TOM AMArHOCTUYECKOM NapagnrMon JaHbl NPOrHo3 v neyebHble peKo-
MeHAALMMW NpU TOWM MW UHOW BPOXAEHHOW NaTonorny porosuLbl.

3aknwuenue. Ha ocHoBaHuM npeacTasneHHoro 0630pa AaHbl nNpo-
rHO3 1 fleyeGHble PEKOMEHAALMM NPU TON UAU UHON BPOXKAEHHON NaTo-
JI0TUU POrOBULLbI.

KnioueBble cnosa: 8poxdeHHble NOPOKU pa3gumus 21asa, demu, no-
MymHeHue po2os8uysl, Kepamonjacmuka, cnabosudeHue. B

ABSTRACT

Current issues of differential diagnosis and treatment of congenital corneal opacities in children

A.V. Pleskova, E.V. Mazanova, A.A. Sorokin

Helmholtz National Medical Research Center of Eye Diseases, Moscow

Purpose. To analyze the literature on the topic of congenital corneal
opacities, their diagnosis, differential diagnosis, as well as the choice of
optimal treatment tactics.

Congenital corneal opacities (CCO), when effective treatment is
delayed, usually lead to permanent loss of visual function. This diagnosis
requires urgent measures. On the other hand, the rarity of neonatal
corneal pathology and difficulties associated with evaluation of newborns
yield the situation when more or less defined clinical practice patternsin
such cases remain unclear for most pediatric ophthalmologists.

Based on our own experience and the literature data, we describe
the main issues of differential diagnosis and management of CCO in

Fyodorov Journal of Ophthalmic Surgery. 2019;14: 73-81.

newborns. A broad range of developmental anomalies, congenital
hereditary corneal dystrophies and metabolic diseases as the main
causes of CCO are reviewed. In addition to this diagnostic paradigm,
the prognosis in every particular pathology as well as treatment
recommendations are given.

Conclusion. Based on the presented review, the prognosis and
therapeutic recommendations for a particular congenital pathology of
the cornea are given.

Key words: congenital malformations of the eye, children, corneal
opacity, keratoplasty, low vision. ®

AKTYANIbHOCTb

JIaHHBIE 00 ¢ce PaCIpoOCTPpaHCHHOCTHU
OTCYTCTBYIOT, OJHAKO CJIOXUBIICCCH

LIESb

HA IPAKTUKE NPEYOEKACHNUE O HEU3-

POXKJIEHHBIE MTOMYTHEHHA PO-
rosuubl (BIIP) — obmupHag u
YPE3BBIYANHO  PA3HOPEUUBAL

o CBoer cyru maronoruss. TouHele — mosoruu [1-3].
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OEKHOCTH CJIETOTBHI NMIPU TAKOM [JHAa-
rHo3se jenaet BITP Becbma akTyanbpHON
TEMOU COBPEMEHHOM JAETCKON O(PTA/Ib-

ITpOBECTH AHWINU3 JIUTEPATYPbl HA
TEMY BPOK/ICHHBIX [IOMYTHEHU POro-
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BUIIbL, UX JUATHOCTUKY, TU(PPEPEHITN-
ATbHOM IMATHOCTHKH, 4 TAKXKE BEIOOPA
OINTUMATIbHOU TAKTUKU JICUCHUSL.

BBEAEHUE

IToMyTHEHHE POrOBOI OOOJIOYKU y
HOBOPOXK/JEHHBIX 00A3aHO CBOUM IPO-
HUCXOKAEHUEM CAMBIM PA3HOOOPA3ZHBIM
IIPUYUHAM U MEXAHU3MAM, OHO He-
NIPEJCKA3YEMO BAPBUPYET B XAPAKTE-
€ U CTENEHU CBOEN BBIPAKEHHOCTH, 4
COYETAHNE C MHOTOYUCJIEHHBIMH U Ma-
JIOKIACCU(DUIIUPYEMBIMA ~ AHOMAJIUA-
MU OKOHYATEIbHO 3aITyTBIBAET ETO JIU-
ArHOCTUKY. HeyIuBUTENBHO, YTO IPYII-
IIOBOM M BECbMA YCJIOBHBIA TEPMUH
BITP Ha nIpakTUKE 4aCcTO IPEBPAIAECT-
€A B MHJUBUIYAJIbHBIA U CTOJIb K€ yC-
JIOBHBII 1narno3. ITogo6nas neonpeje-
JIEHHOCTD C IMATHO30M HHUKAK HE CIO-
COOCTBYET BBIOOPY ONTHUMAIbHOM TAK-
TUKH JIEYEHUA U OBICTPOU 3PUTENBLHONU
peabmwmranumn 60IbHOTO pebeHKA.

OOHapyXeHHUE MYTHOI POTOBUIIBI
IIPU POKAEHUU TPEOYET HEOTIIOKHBIX
U PEHIMTENBHBIX MEpP, IOKA HE pPa3-
BUJIACH aMmbiauonuda. B ogHUX ciyda-
AX MOKAa3aHA BbDKUAATENIbHASA TAKTU-
K4, OIPAaBAaHHAA CBOUCTBOM JAHHOM
IIATOJIOTMHU K CIIOHTAHHOMY PETrPECCY.
B npyrux ciry4gasax HeOOXOAUMOH U 10-
CTATOYHOM O6yJI€T KOHCEPBATUBHAA TE-
panus, HalIpaBJI€HHasg Ha HOPMAJIU34-
LIMIO BHYTPHUIIA3HOTO Aasaenus (BT ).
Hakonern, B TPETbUX CJIy4asAX MOMO-
JKET TOJIBKO CKBO3HAsI KEPATOIUIACTUKA
(CKII), nepCneKTUBLI KOTOPOH HA IIPO-
3PaYHOE NPHKUBJIEHHUE TPAHCIIIAHTA-
Ta JIOCTATOYHO BBLICOKHU, B IPOTHBOBEC
OBITYyIOIEMY MHEHUIO [4—8]. Kak 6b1 TO
HH ObUIO, COBPEMEHHASA O(PTATBMOJIO-
I'M CHOCOOHA NPEIIOKUATD 3P PEKTUB-
HYIO IIOMOIIb IPY BPOXKIEHHON MATO-
JIOTMM POTOBMIIBIL, M TOYHAA BEPUDU-
Kal[dsg TAKOM IMATOJOTUU B PAMKAX CY-
HIECTBYIOMHUX HO30JIOIMYECKUX OIpe-
JEJIEHUN — TIEPBLIA U YPE3BBIYANHO
BAKHBIH 1A HA 9TOM ITyTH.
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Mneckosa Anna BAvyecnaBoBHa,
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K coxkaneHuio, BCE T€ MHOI'OOO-
pasHble 60JIE3HU U COCTOSIHUS, KOTO-
pbie npuBOAAT K BIIP, o 60sbieii ya-
CTU HEU3BECTHBI IIUPOKON KIMHUYE-
CKOM ayAuTOpUU. B OTEUeCTBEHHOU
JINTEPATYPE 3TA TEMA EIIE HE MOJIYyIU-
JIa CKOJIbKO-HUOY/Ib IETATBHOTO OINU-
CaHUS, U CAMBbIE€ NIPOCTHIE BONPOCHI —
CTaHAAPTBl obcnenoBaHus npu BIIP,
OIOPHBIE MYHKTBl JJUATHO34, BBIOOD
TAKTUKU JICYCHUS], IPOTHO3 — HE SICHBI
JIUIS1 OCHOBHOM MACCBHI IPAKTHUKYIOIUX
0(TanbMONIOroB. IMEHHO UX BHUMA-
HHUIO U IPEIATAETCS 3TOT KINHUYE-
CKHUH 0630p, OCHOBAHHBIM HA MHOTO-
JIETHEM U TPYZHOM OIIBITE OT/IE/IA Ma-
Tosiorum rnaz y aeredt ®I'6Y HMUII I'b
uM. [e1bMronbLa.

CoBpeMeHHas napagurma

anarHoctuku BIP

EcTecTBEHHBIE CIOKHOCTU OOIIe-
HHUSI C HOBOPOXKAEHHBIM U HOTPEO-
HOCTb B OBICTPOM OIPEAEIEHUN ANa-
THO32 JIENIaI0T HEN30EKHBIM 06CIE10-
BaHue pebeHka ¢ BIIP nojx Hapko3oMm.
ITpu COBpEMEHHON aHECTE3UOIOTYE-
CKOM TEXHUKE PUCK HEOIATOIPHUATHBIX
MIOCJIE/JICTBUI HAPKO3a CBE/IECH K MUHU-
MyMy. bojiee Toro, momabp3a TOYHOTO -
ArHO32 SIBHO MIE€PEBEMMNBAET IOTEHITU-
A7IbHBIE IPOOJIEMBI, CBSI3AHHBIE C AHE-
CTE3UOJIOTUYECKUM ITIOCOOUEM Y HOBO-
POXKAEHHBIX. [TepBruHbIi aMOynaTOp-
HBII OCMOTP IOMOTAET TOJIBKO COOPATh
AHAMHE3, TIOBEPXHOCTHO OLIEHUTD 3PHU-
TEJIbHBIE (PYHKUIUU (TIO CIIOCOOHOCTHU
(pUKCUPOBATD B3I/ WIN CAEAUTDH 32
CBETOM) U UCK/IIOYUTHL OCTPBII BOCIIA-
JINTEIBHBIN NIPOIIECC, TPEOYIOMUI He-
OTJIOKHBIX MeponpuaTuii [10].

CTaHapTHEIH 06bEM OOCIENOBA-
HUS IO/l HAPKO30M BKJIIOUAET B CEOS
OHMOMHUKPOCKOIINIO, TOHOMETPHUIO, YJIb-
TPa3BYKOBOE U AJIEKTPOPU3NOIOTHYE-
CKOE UCCIENOBAHUS. B HEKOTOPBIX CITy-
4asgx 1eaecoobpasHa  TOHOTrpadus.
OO6HapyXEHHBIE IIPU 3TOM U3MEHEHUS
JIy4IlI€ BCETO MPUBECTU K CIAEAYIOUUM
(pOpMaTU30BAHHBIM OIIPE/ICICHUSM:

* XapakTep IOMYTHEHUS (OTEK,
OITyXOJIb MJIU JIEUKOMA);

* PACIIPOCTPAHEHHOCTh IMTOMYTHE-
HUs (IepU(PEPUIECKOE, IIEHTPATBHOE,
MapalleHTPAIBHOE MU TOTAJIBHOE),
OJJHOCTOPOHHEE UJIN IBYyCTOPOHHEE;

® COCTOHUE CJIOEB  POTOBHUIIBL
(TONIMHA, TOKAIU3ALUA TOPAKEHN,
HAJINYNE 33]JHETO AMOPHUOTOKCOHA);

* pazMep ri1asa (HopMa, MUKPOD-
TaJIbM WU Oy(PTanbm);

* pazmep U popMa POrOBULIBL: MHU-
KPOKOPHEQ, METATIOKOPHEQ, KEPATOKO-
HYC, KEPATOIVIOOYC, INIOCKAsA POTOBUIL;

* IyOMHA U PABHOMEPHOCTD II€E-
penHen KaMephol (T7yOOKas UK MEJ-
Kad, paBHOMEpPHAsA M/WIA HEPABHO-
MepHad, HUIMYUE UPUIOKOPHEATbHBIX
U KEPATOJEHTUKYIAPHBIX CPAIEHUN);

* COCTOHUE DPAAYKKH U 3PadyKa
(anupugus, arpodusd, pyoeos, 3KTO-
U4 3padKd, UPUAOKOPHEAIbHBIE CPa-
IEeHUA);

® COCTOHUE XPYCTAINKA
3PAYHBIN U MYTHBIN);

* [IOJIOKEHUE XPyCTaauka (HOp-
MaJIbHOE, IOIBBIBUX, KEPATOJIEHTHKY-
JIAPHBIA KOHTAKT).

CobcrBeHHO uarnocTuka BITP oc-
HOBAaH4 HA Y3HABAHUU KAKOTI'O-TO KOH-
KPETHOTO 3260JIEBAHNS B KOMOUHAIINHN
M3/I0’KEHHBIX BBIIIE yYETHBIX IPHU3HA-
KOB. TOYHOCTD TAKOH IMATHOCTHUKHU 3a-
BUCHUT B IIEPBYIO OYEPEADL OT 3HAHUA
npeamera. K COXaleHUIo, MHOI0O06-
pasye KIMHUYECKUX (DOPM U ITOJJIEKA-
IMX NATOr€HETUYECKUX MEXAHU3MOB
CYHIECTBEHHO 3aTPYJHAET MPOBEJE-
HHUE CKOJIbKO-HUOY/Ib CTPOUHOI KJIaC-
cuduranyy BITP. B 6onpmuHCTBE C1y-
Ya€B BPOKIEHHAA TATOJIOTUA POTOBHU-
1Ibl HOCUT KOMOMHHPOBAHHBINA XaPaK-
TEP M 0643aHa CBOUM IPOUCXOXKIEHU-
€M CPa3y HECKOIbKUM NPpUYHHAM. TeM
HE MeHee I yA0OCTBA U3JI0KEHUS U B
IIOUCKE MPOCTENUIIETO AITOPUTMA [IU-
ATHOCTUKU MOKHO BOCIIOIb30BATbHCS
Ceyone cxeMou (maon. 1).

Anomanuu pa3BuTys (MU JUCreHe-
311) NEPENHETO OTPE3KA 71434 IPEJ-
CT4BJIEHBI BECbMA MOJUMOP()HON Ia-
TOJIOTUEH, OOBEAUHAET KOTOPYIO TOJIb-
KO NPUHIIMITUAIbHO €AUHBIN, 9MOPUO-
HaJIbHBIA MEXAHU3M IATOTE€HE3A.

Ilepepnuii OTPE3OK IJ1a3a, KAK U3-
BECTHO, (POPMUPYETCA U3 HECKOJIBKUX
3MOPHUOHAJIBHBIX HCTOYHHMKOB. Tak,
3MUTEINATBHBIN CJION POTOBHUIIBI 0051-
3aH CBOUM IPOMCXOXKAECHUEM HAPYXK-
HOMY, 3KTOJEPMAJILHOMY JIUCTKY 3M-
OpuoHa. 13 3TOTO Jk€ MNCTKA Ha 4-11 He-
Jiesie SMOPHUOTeHE3a OTIOYKOBBIBAETCA

(po-
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OcHOBHbIe NPUYMHbBI U KNMHUYecKue popmbl BITP

The main causes and clinical forms of CCO
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Ta6nuya 1

Table 1

AHoManus pasBuTUA
Developmental abnormality

OTek
Edema

MetaGonnyeckue paccrpoiictea
Metabolic disorder

BHyTpnyTpo6Has nHdekums
Intrauterine infection

AHomanusa Purepa
Rieger anomaly

AHomanus AkceHdenbaa
Axenfeld anomaly

Anomanus lMetepca
Peters anomaly

Cradunoma

BpoxaeHHas rnaykoma
Congenital glaucoma
PogoBas TpaBMa
Birth trauma

BpoxnaeHHan HacneACcTBeHHan
3HAOTENMaNbHaA ancTpodus
Congenital hereditary endothelial

BpoxnaeHHas HacnepcTBeHHan
cTpoManbHas AUCTPOGUA POroBMLibl

Congenital stromal corneal
dystrophy

KpacHyxa
Rubella
lepnec
Herpes

Cudunuc
Syphilis

Staphyloma

CknepokopHea
Sclerocornea

OrpaHuyeHHbIN 3afHUI KepaToKOHYC
Limited posterior keratoconus
AHnpuans
Aniridia
Nepmona
Corneal dermoids

3apHAana nonumopdHaa auctpodpus

Posterior polymorphous corneal

dystrophy

porosuLbl

dystrophy

TAK HA3bIBACMBIN XPYCTAJIMKOBBIN IIy-
3bIpeK. [TepBOHAYAILHO IPOCTPAHCTBO
MEXKY SKTOJEPMOI 1 3a4aTKOM XPyCTa-
JIMKA IUVIOTHO 3aIOJIHEHO INEPBUYHON
ME3EHXUMAJIbHOM TKAHBIO. B manbHen-
HIEM B HEE AKTUBHO MUTIPDUPYIOT KJIET-
KU BHYTPEHHETO, HEHPOAEPMATBHOTO
JINCTKA (HEPBHOT'O I'PEOEIIKA).

IlepBasg Takag BOJIHA MUI'PALUU
JJA€T HAYAIO 3HJOTEIHIO POTOBUIIBI,
BTOpas — CTPOME POT'OBULIBL, TPETDA —
CTPOME PaJYKKU U KOPHEOCKJIEPAIIb-
HOU TpabeKyine. [lanee, napauienabHO
DPa3MHOKEHHIO U JO3PEBAHUIO POCTKO-
BBIX KJIETOK, IPOUCXOAUT PA3PAKEHUE
IIEPBUYHON ME3CHXUMAIbHOM TKAHU.
O6pasyercs menb — 6yaymas nepes-
HAg Kamepa 1a3a. K MoMeHTy poxje-
HUA AUDOEPEHITUPOBKA CIOEB POIO-
BUIIbl MPAKTUYECKA 3aABEPIIEHA, CO-
3PEBAHME KE CTPYKTYP YIJIA IEPENHEN
KaMEPBI MPOJOJKAETCA, IO MEHDbLIEN
MepeE, €lle IOl oce poxaeHnus. KoH-
TPOJIb HAJ| BCEM 3THUM TOHKHUM IIPO-
LIECCOM KJIETOYHOU MMIPAIUM, NIPO-
mapepauun U aUPPEPEHIUPOBKU
ocymectsisier PAX-6 ret (reH aHupH-
JINK), PACTIONIOKEHHBIN Ha 11-i1 Xpo-
mocome [11-15].

B cuy HacieCcTBEHHON WK IIPU-
OOpeTeHHOu TeHHOU  abeppauuun

OOTAIDMOXHUPYPTHUA / 12021

OJIHA 13 BOJIH POCTKOBBIX KJIETOK MO-
JKET OKa3aTbCs Je(PEKTHOM, HEMOIHO-
LIECHHOU (maba. 2). COOTBETCTBEHHO,
[IPOLECC pa3JAe/eHNud U CO3PEBAHUA
CTPYKTYp HEPENHEN KAMEPHI OCTAHO-
BUTCSI HA OFJHOM M3 IMPOMEKYTOUHBIX
craauil. Tako! I71a3 nocae PoXACHUS
Oy/IET HECTU B CEOE NPU3HAKU IMOPU-
OHAJIBHOT'O, IPEHATAIBHOTI'O CTPOEHMUSL.
Haubonee pacnpocTpaHEHHAs aHO-
Majusl Pa3BUTHUS INEPEJHETO OTPE3KA
71434 — 33/IHAA SMOPUOTOKCOH (puc. 1).
DTHUM TEPMUHOM IIPUHATO O603HAYATD
PpE3KOoE YTOJIEHUE U CMELEHUE KIIe-
penu nuHun lIBanp6e — MecTa Caus-
HUSl JIECIIEMETOBOM MEMOpAHBI, 3H-
JIOTENIUST POTOBUIIBI U TPAOEKYIsApP-
HoU cetu. I[Ipu GUOMUKPOCKONINH 32-
JTHUI 9MOPHUOTOKCOH BBIIJISITUT CEPOH,
MOJTYIIPO3PAYHOI, 3y0UaTOH MOYTyH-
HOHU MeMOpaHON mUpUHON OT 0,5 10
2 MM IO 33JHEN [IOBEPXHOCTU POTrOBU-
LBl CPa3y KHapyxu oT 1uM6a. Hanbo-
JIE€ OTUETIIMBO TaKass MEMOPaHa MPo-
CMATPUBAETCS B TOPUZOHTAIBHOM Me-
puguaHe ¢ BACOYHOU CTOPOHBL [UCTO-
JIOTUYECKH K€ 33JHUI SDMOPHUOTOKCOH
MPE/ICTABIIECH IVIOTHBIM ITYYKOM KOJLJIA-
I€HA C KIETOYHBIMU BEPETEHOOOPA3-
HBIMU BKJIIOUEHUAMU (OCTATKAMU NIEP-
BUYHOU ME3EHXUMAIbHOU TKAHN).

CaMm 1o cebe 3alHUH dIMOPUOTOK-
con 6e3BpejieH U BcTpevaerca y 10%
COBEPIIEHHO 3/I0POBBIX AETEN C HOP-
MaJIbHBIM 3pEHUEM. BHMMaHue od-
TAJIbMOJIOTOB OH IPUBJIEKAET, TOJIb-
KO OKAa3dBUIMCh 3JIEMEHTOM JIPYIOIi,
6oJiee TAKETON AHOMAJINU IEPEHE-
r'o OTpe3Ka 171a3a. CoueTaHue 3aTHETO
3MOPUOTOKCOHA C UPUJIOKOPHEAIBLHBI-
MM CPAIIEHUAMH IOTYYUIIO HA3BAHUE
AHOMAJINM AKCeHenbIa. YTOI nepe-
HEM KaMepbl IIPU 3TOM aHOMAIUM 34-
MIOJIHEH HEKHBIMU MIBAPTAMU, TAHY-
MMMUCA OT NEPUPEPUN PAAYKKUA K
PE3KO YTOJIEHHON U CMEIIEHHON K
neHTpy anHum IIBansbe. B aucrans-
HOI CBOEH YACTHU PATYKKA TECHO IIPU-
JIETAET K TPAOEKYIAPHON CETU, KaK Obl
Bpacrad B Hee. [Tlepudepus porosuiia B
MECTE IPUKPEIVIEHHUSA HIBAPT MYTHEET.
LleHTpa/JbHAS €€ YACTb BBIIVIAAUT HE-
U3MEHEHHOM [16, 17].

CodeTaHue aHOMAJIUU AKCEH(EIDb-
Ja ¢ aTpoduend pagyKKu Kaaccudpu-
LUPYIOT YK€ KaK aHOMaIMuIO Purepa
(puc. 2). Ilpn 3TOM BUJE BPOXKJICH-
HOI MATOJIOTMH NTOBEPXHOCTD PayXK-
KM BBIIVIAZUT OJHOPOAHOI, UMEET Ce-
POBATHIN, MACUCTBIN OTTEHOK. Thnny-
HBIE €€ JIEMEHTDI — KPUIITBL, GOPO3/IbI
U OPbDKU — NPAKTUYECKU HE Judde-
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Tabnuya 2

MpuHUMNUanbHbIe MexaHM3Mbl aHOMaNWii pa3BMTUA NEepeAHero oTpesKa rnasa

Table 2

Principal mechanisms of abnormalities in the anterior segment of the eye

Bug aHomanuun pasButus
Type of developmental abnormality

JledeKT MUrpaunm nnm cospeBaHna POCTKOBbIX KIETOK
Defect in migration or maturation of germ cells

3HAO0TEeNnA poroBuLbl

of the corneal
endothelium

3TPOMbI POTrOBULibI
P P s pajyxKu

of the corneal

of the iris
stroma

3aaHuni 3MOPUOTOKCOH

Posterior embryotoxon

BpoxaeHHasa aHAOTeNManbHaa AUCTPO(UA POTrOBULbI
Congenital endothelial dystrophy of the cornea

BpoxpaeHHaa ctpoManbHaa AUCTpodrA poroBuLbl

Congenital stromal corneal dystrophy

CknepoKopHea
Sclerocornea

AHomanua Purepa

Rieger Anomaly

AHomanua AkceHdenbaa
Axenfeld Anomaly

AHomanus lNetepca

Peters Anomaly

Cradmnoma poroBuubl
Staphyloma of the cornea

Puc. 1. 3agHunit 3M6prNOTOKCOH. ITO MONOYHO-Ge-
nas, yToNleHHan W CMelyeHHasn Knepeaun NUHUS
LliBanbGe, 3ameTHan Ha nepudepum porosuLib

Fig. 1. Posterior embryotoxone. This is a milky
white, thickened, and anteriorly displaced
Schwalbe line, noticeable on the periphery of the
cornea

penuupyiorca. Hejopassurue oiHOTO
U3 CEKTOPOB PA/IyKKH IIPUBOJIUT K KO-
PEKTOIHNH — 3PAYOK UMEET HEMPABUIIb-
HYIO, 3JUTUIICOBH/IHYIO (DOPMY, CMEIIEH
K nepudepun. I1o JaHHBIM JTUTEPATY-
pbL, B 60% CyyaeB pu aHOManusx Pu-
repa u AKCeH@enb/1a HabMIoAaI0T IJ1a-
YKOMY, TaK KaK [IJIEMMOB KaHAJI HEJIO-

76

Pa3BUT WM BOBCE OTCYTCTBYET. I1pu
CTOMKOM BBICOKOM BI'J] 06BIUHO pas-
BUBAETCA JUPQY3HDIIT OTEK POTOBUIIBL

Anomanuu AxkceHdenpaa u Purepa
HOCAT OOBIYHO JIBYCTOPOHHMIA, HAC/IE]-
CTBEHHBIN Xapakrep. IIpocnexnsaer-
Cs1 COOTBETCTBYIOLIUI CEMENHBII aHa-
MHe3. Tun HaclIeJOBaHuA, KaK IIPABU-
JI0, ayTOCOMHO-/JTOMUHAHTHBIN. B 1po-
JOJDKEHNE TEPMUHOJIIOTMYECKUX OIIPE-
JENEHUN CIIEAYET YKA3ATh, YTO COYETA-
HME ONHUCAHHBIX BBIIIE ITIA3HBIX aHO-
MaJIMHA C BDOKAEHHBIMUA CUCTEMHBIMH
HAPYIIEHUAMU  (TMIIEPTEIOPU3MOM,
ACUMMETPHUEN JTMLA, 3yOHBIMU aHOMA-
JIUAMM) NPHUHATO HA3BIBATL CUHIPO-
MOM AkceHpenbga—Purepa.

JleueHue aHOMaINH AKCEH(EIbaa—
Purepa, no GonbIIEN YACTU, CUMIITO-
MATUYHO U HAIIPABJIEHO Ha CTA0MIN32-
nuo BT IlmaykoMa (32 UCKIIOUEHUEM
IOBEHUJIBHO €€ (DOPMBI) IPOI'PECCHU-
PYET MEAJIEHHO U TOJBKO K MOJPOCT-
KOBOMY IEPUOJY HAUUHAET TPEOOBATD
KdKOI'O-TO BMEIIATENLCTBA. B mobom

CIy4ae, PUCK PA3BUTHA IVIAYKOMBI CO-
XPAHAETCA HA IPOTSKEHUH BCEH KU 3-
HM NanueHTa, Tpedysd MOCTOAHHOIO
33 HUM JUCHAHCEPHOI'O HAGIIONEHUA.
Ecu KOHCEPBATUBHAA TEPANHA HE 3(-
pexTuBHA, TO TPEOYETCA XHUPypryUde-
CKOE BMEMIATENBCTBO — TPAOEKYIIK-
TOMMS C UCCEYEHUEM NIEPEJHUX CHHE-
xui. [To onpITy HabMOAEHUA 34 OOMb-
HBIMU C aHOMAJIUAMH AKCEH(ENbAA—
Purepa MOXHO IPOTrHO3UPOBATD, YTO
OTEK POrOBHLBI OYIET PETPECCHUPO-
BaTb BMeCTe CcO cHipkeHuem BIJI. Ke-
paTomIacTUKa OOBIYHO HE TPEOYETCH,
TAK KaK CTOMKOE NIOMYTHEHHE 3aHUMA-
€T TOJIBKO NEPUQPEPUIO POTOBUIIBL
Haubonee xe npOOGIEMHBIN BUJ
AHOMAJINM PA3BUTHUA — ITO AHOMAIUA
ITerepca. OHA HpEACTABIAET COOON
JOCTATOYHO TSKEIBIA IOPOK PA3BU-
TUA, TOPAKAIOMUI MPAKTUYECKH BCE
CTPYKTYDPBI IEPEJHETO OTPE3KA 171434,
KinHuyeckue HaXOAKU IIPU 3TOU
[IATOJIOTHH IOCTATOYHO BapUabeb-
HBI, ¥ JUI1 UX UHTEPIPETALAM JIyYIle
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BCETO MOJIb30BATHCA CJICAYIONIECH KIac-
cudukanuen [18-21]:

°*1-1 (Me30AepMaAIbHBIIN)
MIPEJICTABIEH LIEHTPAIBHBIM M JJOCTA-
TOYHO HMHTEHCUBHBIM IOMYTHEHU-
€M POTOBMIIBI, IO NepUudEPUU KOTO-
POT'O KPENATCS HECKOIBKO IBAPT, UC-
XOJAMIUE OT PAAYKKU, OT 3PAUKOBOTO
€€ Kpas. AHATOMUYECKAA CYTh IIOA00-
HOM aHOMAJINM 3AKII0YAETCA B OTCYT-
CTBUE HJOTENMUA POTrOBUIIBI U IECLIE-
METOBON MEMOPAHBI B LIEHTPAJIBLHOH,
OIITUYECKOU 30HE POTOBULIBL (PUC. 3).
B kpaiine peJKux Cay4dasx JIEUKOMa 3a-
HUMA€ET NaPALEHTPAIbHYIO 4aCTh PO-
rosulibl. CO BpEMEHEM COXPAHEHHBII
Ha nepudePUU SHAOTENUH 3ATIONHAET
LIEHTPAJIbHBII 1€(PEKT, IO/l HUM PA3BU-
BAETCA MOJHOLIEHHAA 633a7IbHAA MEM-
Opana, a OTEK POrOBHUIIBI PETPECCUPY-
€T (€C/IU TOIbKO aHOMAJIUM HE COIyT-
CTBYET BPOXKAEHHAA I71ayKoMa). OcTa-
TOYHBIA (PUOPO3 POrOBUIIBL, 1O HAIE-
MY ONBITY, HEIUIOXO MOJAJAETCA KOH-
CEPBATHUBHOMY JIEYEHUIO, HATIPUMEDP
MarHuToQopesy ¢ KoanesnHom. [1pu
HEOOJBIIOM Pa3MeEPE JIEMKOMBI BO3MO-
JKEH INAJAMIMUI BAPUAHT XUPyprude-
CKOT'O JIEYEHUA — CEKTOpaabHad (Ie-
pudepudeckas) HpUAIKTOMHUA [23,
24]. Cyrb OfOOHOI ONEPalUu CBO-
JUTCA K PACHIMPEHMIO 3PAYKa 10 AUa-
METPA, IPEBLIIAIOIETO PA3MEPHI JIEN-
KOMBI (B MOIIBITKE 3a/1€CTBOBATH TI€-
pudeprudeckoe MoJe 3peHus). 3pu-
TEJbHBIA TPOIHO3 OKAa3bIBAETCA OT-
HOCHTEIbHO 6JIATONIPUATHLIM €IIE U B
CHJIY TOT'O, UTO NOJOOHAA MATOJOIUsA
HOCHT OOBIMHO OJHOCTOPOHHHN Xa-
paxrep. B GONbIMMHCTBE TAKUX CIyda-
€B MO’KHO 060UTHCh U 6€3 CKII [25];

* 2-11 (3KTOJEPMAJIBHBII) THII B J10-
IOJIHEHUU K LECHTPAJIbHOMN JIEMKOME
U MPUJOKOPHEAJbHBIM CPALEHUAM
BKJIIOYAET B CEOA E€IM1€ MATOJIOTHIO XPY-
CTanrKa. TUMMYHO HE TOJIBKO €TI0 IO-
MYTHEHHE, HO U PA3HOMN CTENEHU BbI-
PpaXEHHOCTHU CMeleHue Kiepegu. He-
PENKO XPYCTAIMK U BOBCE CIMBAETCA C
3a/IHEN TIOBEPXHOCTBIO POIOBUIIBL, TAK
YTO IPHU TUCTOJIOTHYECKOM HCCIIENO-
BAHHU CTPOMA POTOBHIIBI U XPYCTA/IN-
KOBBIE MACCBI OKA3bIBAIOTCS JTUIIEHHBI-
MM KaKOHU-IMO0 IEMAPKAITMOHHOM JIN-
HHMH — JJECLIEMETOBOY MEMOPAHBI WX
KAICy/Ibl XpycTanuka [26]. Tlepeansis

THII
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Kamepa, COOTBETCTBEHHO, MEJIKas, He-
paBHOMEPHAs, 4 MECTAMU OTCYTCTBY-
€T BOBCE. B ee yriy npocMaTpuBaioT-
Cs1 OOUJIbHBIE IIEPEHNUE CUHEXUU. Pa3-
BUTHE IJIAYKOMBI IIPU NOJOOHBIX aHa-
TOMMYECKUX U3MEHEHUAX B TOJOOHONU
CUTYALIUU BBITJIAAUT BIIOJHE 3aKOHO-
MEpPHBIM. [l 3TOr0 THIId AHOMAJIMU
TAKKE TUINYHBL MNOPAKEHHE OOOMX
7143, KpaliHe HU3KUN (DYHKIIMOHAJIb-
HBIA IIPOTHO3 M 4aCTOE COYETAHUE C
JPYIMMA TJIA3HBIMM WJIM CUCTEMHBI-
MU AaHOMAJIUAMHU (MUKPO]TAIbM, MU-
KPOKOpPHEA, I'MIOINIA3Usl 3PUTEIHHO-
IO HEPBA, JIUCILIA3UA JTUIEBOTO Yyepe-
Ia, IOPOKU cepana) [27].

Kak sKcTpeMaIbHbIN BAPUAHT aHO-
manuu Ilerepca B auTepaTtype OIU-
CBIBAIOT TAK HA3BIBAEMYIO CTA(DUIOMY
porosuiipl [28—-30]. IIpu aToM 3a60-
JIEBAHUU B JJOIIOJIHEHUE K OTIMCAHHONU
BBIIIIC KAPTUHE IPUCOEAUHACTCA €IIle U
BLIPAKEHHAsA 9KTA3UsA POTOBUIIBL, TIPE-
IIATCTBYIONIASA B PAJIC CJIy4aeB CMbIKA-
HUIO BeK. [ToBepXHOCTb TAKOU POrOBU-
LIbI ITIOKPBITA OPOT'OBEBIINUM 3MUTE/IN-
€M, U3PbITA IO THUIy «OYIBLKHOM MO-
CTOBOM». KpHBH3HA €€ PE3KO yBEIH-
4JeHa, KOHTYP He c(pepudHbIid. benrbmo
TOTAJIBHOE, OOMIBHO BACKY/IAPUIUPO-
BaHHOE. M3-32 IpO6I€EM C OMOBEHUEM
TAKOU POTOBUIIBI CJIE301 YACTO IIPUCO-
€AUHAETCA U PELUIUBUPYET MECTHASA
uHdexnua (puc. 4).

[Ipu 1aHHOM MATOJIOTUM AHTUITIA-
YKOMATO3HOE, IPOTUBOOTEYHOE U
IIPOTUBOBOCIIAJIUTE/ILHOE  JICUCHUE
HE UMEET HUKAKUX NIEPCIIEKTUB BBULY
CTOJIb TSKEJIBIX AHATOMUYECKUX U3ME-
HeHul. PajukajibHOEe XUPYPIUdeCcKoe
BMENIATEIBCTBO — CKBO3HASA TOTAJIb-
Hasg KEPATOIUIACTUKA WM JIMMOOKE-
paTOIUIACTHUKA — OCTAETCH €Ba JI1 He
€JMHCTBEHHBIM IMAHCOM Ha COXpaHe-
HHE I71a32 1 OCTATOYHBIX MUHUMaJIb-
HBIX 3pUTEIbHBIX (DYHKIUH [31-35].

IIp1 ABYCTOPOHHEM MOMYTHEHHU
POrOBHUIbI, TOKA3AHUS JIJI OIlepaluU
CKIT abcomornble. CielyeT OTMETUTD,
4TO OOBEM XUPYPIHYECKOI'O BMENIA-
TEIbCTBA MPU IKTOAEPMATBLHOM THUIIE
anomanuu Ilerepca wmm craduiaome
BBIXOZIUT JIAJICKO 33 PAMKHU CTAH/AAPT-
HOI IePeCa/IKi JOHOPCKOM POTOBU-
116l JIJI1 BOCCTAHOBIECHUSA 3PEHUS He-
00X0/IMMa PEKOHCTPYKIUA BCETO Ile-

OB30P JIMTEPATYPbI

Puc. 2. AHomanus AkceHndenbaa-Purepa. Onpe-
AenAeTcA 3KTONMUA 3payka KHu3y. [lonukopua 3a
CYeT TAXKeNOoM ANCTPOGUM pafyXKKM 1 nepudepu-
YecKoe MOMyTHeHWe poroBuLbl. B HUXHe-BUCOY-
HOM KBaApaHTe OTYETNMBO MPOCIEXMBAETCA 3a-
AHWi1 SMBPUOTOKCOH

Fig. 2. Axenfeld-Rieger anomaly. An ectopia of the
pupil is determined downward. Polycoria due to
severe dystrophy of the iris and peripheral opacity
of the cornea. In the lower temporal quadrant, the
posterior embryotoxone is clearly visible.

Puc. 3. AHomanusa Metepca 1-ro Tvna. LleHTpans-
HOe MOMYyTHEHWE pOroBuLpbl, MO Nepudepun Ko-
TOPOro BMAHbI €AMHUYHbIE MPUAOKOPHEaNbHble
CpalleHus, XpycTanuK npo3payHblit U 3aHNMaeT
00bI4HOE NoNoXeHNe

Fig. 3. Anomaly of Peters type 1. The central opacity
of the cornea, on the periphery of which single
iridocorneal fusions are visible, the crystalline lens
is fransparent and occupies its usual position

Puc. 4. Ctadunoma. BeipaxeHHas 3KkTa3ms poro-
BULibl, TPENATCTBYIOWAA CMbIKaHUIO BEK, POroBU-
Lja ToncTan (HanoMKHaeT KOXy), TOTabHO MyTHaA
¢ 06UNbHOI BacKynapu3aumen

Fig. 4. Staphyloma. Pronounced ectasia of the
cornea, preventing the closure of the eyelids, the
cornea is thick (resembles the skin), totally cloudy
with abundant vascularization
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Puc. 5. CknepokopHea. PoroBuua nnockas,
yMeHblleHa B pa3mepe, M6 He anddepeHumpy-
eTcA, 061NbHO BacKyNApU3MPOBaHa

Fig. 5. Sclerocornea. The cornea is flat, reduced
in size, the limb doesn't differentiate, is abundantly
vascularized

PENHETO OTPE3KA 17132 — YJAIUTD MYT-
HBII U CPALIEHHBIN C PAAYKKOM U CTe-
KJIOBU/IHBIM TEJIOM XPYCTATHK, MPO-
U3BECTH UPHUAOIUIACTHKY, IPU TOKa-
3aHUAX — MEPEAHIOI0 BUTPIKTOMHIO
[3, 5, 35—37]. OYHKIIMOHAIBHBIN pe-
3YJIBTAT ONEPALIUU OYIET OIPEAEIATD-
Cs HE TOJIBKO XaPAKTEPOM NPUKUBIIE-
HUSA TPAHCIIIAHTATA (TIPO3PAYHbIN UIN
MYTHBIIT), HO U JABHOCTBIO 3PUTEIIb-
HOW fienpuBanuu 38

Jpyrou Buji aHOMaJIMU PA3BUTUA —
CKJIEDOKOPHEA — 00A34H CBOUM IIPO-
UCXOXKAEHUEM  HEMNOJHOLIEHHOCTH
POCTKOBBIX KJIETOK, AAIONIMX HA4aJIo
CTPOME POrOBHUILBL B pesysprare 3T0-
IO 3MOPUOHATBHOIO 1€(PEKTA BMECTO
porosunpl (POPMUPYETCA TKAHDb, Ha-
IIOMHMHAIOMAasd IO CBOEMY CTPOEHHIO
U BHELTHEMY BUJly GEJIKOBYIO O00I0U-
Ky r71a3a. OHa COJEPKUT YTOJIIIEHHBIE
KOJIJIAT€HOBBIE BOJIOKHA C HENTPABUIIb-
HOM, IMaTOHAIbHOM OpUEHTALIUEN 39,
40]. IToBepXHOCTb CKIEPOKOPHEQ, KAK
NpaBwWwIo, yIUIOlleHa (cornea plana).
JInum6 He tuddepennupyercs. Hanbo-
JIE€ 7K€ OTIMYUTENbHAA OCOOEHHOCTD
CKJIEDOKOPHEA — OOUJIME MEJIKUX I10-
BEPXHOCTHBIX M/WIH INTyOOKUX COCY-
JJOB B OTCYTCTBUE KAKUX-TUOO NPU3HA-
KOB BOCHAJIEHUA (puc. 5).

CreneHb IOMYTHEHUA 3HAYUTEILHO
BAPBUPYET — OT NEPUDEPUUECKOTO (C
COXPAHEHHUEM IPO3PAYHOIO YIACTKA
B LIEHTPE) /IO TOTAJILHOTO. B paze ciy-
4Ya€B, ONMMCAHHBIX B JIUTEPATYPE, Ha-
GJIIO/JATTUCh CIIOHTAHHOE IIPOCBETIIE-
HHE CKJIEPOKOPHEA U BOCCTAHOBIIE-
HHUE TNPHUEMIEMOIO 3peHud. OFHAKO
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Puc. 6. Jlunogepmong. B HMXKHe-BUCOYHOM KBa-
ApaHTe poroBuLbl ONpeAeNnAeTcA ONyxoneBnaHoe
o6pa3oBaHue, fOX0AsLLEe 0 ONTUYECKOrO LieHTpa

Fig. 6. Lipodermoid. In the lower temporal
quadrant of the cornea, a tumor formation is
determined, reaching the optical center

ropaso yaile CKIePOKOPHEd COYeTa-
€TCA C IJIAYKOMOH U IPYTUMU THAKEJIbI-
MU BPOXK/JEHHBIMH AaHOMAIUAMU (MHU-
KpO(TaIbM, MUKDOKOPHEQ, AHUPU/IIA,
CHMKEHME CJIyXd, KPUIITOPXU3M U IIP.).
3a60/1€BaHUE HOCUT, KAK IIPABUIIO, [1BY-
CTOPOHHMI U CIOPAJJUYCCKUI XapaK-

Tep [41].
OCHOBHOH (€IIOCOO JiedyeHUsA IPHU
CKJIEPOKOpPHEA — CKBO3Has CybTO-

TQJIbHASI KEPATOIUIACTUKA. Kak 1 npu
OCTAJIBHBIX [JJUCTEHE3UAX, (PYHKIIHO-
HAJIbHBIM IPOTHO3 U PE3YJIBTATHI OIle-
panuu 3aBUCAT OT KOMIIeHcaruu BII
ITpu HOpManbHOM YpoBHe BIJl TpaHc-
IUIAHTAT OCTA€TCS IMPO3PAYHBIM IIO
Menbuien Mmepe B 50% ciaydaes [42].

Eme ogHa mpuynMHA NOMYTHEHUS
POTOBHUIIBI Yy HOBOPOXK/JEHHBIX, OTHO-
CAMUXCA K aHOMAIHUSAM PA3BUTHUS, —
3TO JOOPOKAYECTBEHHBIE OIYXOJIHU
pOTOBHUIIEI U JTUM6A, KOTOPBIE IOJY-
YWJIM B JIMTEPATYPE OOIIEE IPYIIIIOBOE
Ha3BaHHE XOPUCTOM. C THCTOIOTHYE-
CKOY TOYKH 3PEHUS, OHU NPEACTABIIC-
HbI HOPMAaJIBHOH, HO JIJIs1 POTOBOI 060-
JIOUKH IJ1a32 HE XaPAKTEPHOU TKAHBIO
[1,2,43].

Haubomnee 4acTeli BUL XOPUCTOM —
JIEPMOU/] — BBITJIS/IUT B BU/IE IUIOTHOM,
6€1eCcOBATON OIYXOJIN C OOJIEE WU Me-
HEE YETKUMM I'PAHUIIAMH, PA3MEPOM
oT 2 10 10 MM B JUaMETPE, BO3BBIIIAIO-
1EHCS HaJl TOBEPXHOCTBIO POTOBUIIBL
CBO€ HA3BAHUE JJIEPMON/] NOJTYIUII 34
CXOKee C KOKHBIMU IIOKPOBAMU CTPOE-
Hue. OCHOBHBIE €TO CTPYKTYPHBIE 3JIe-
MEHTBI (YEIIyHYaThINA SMUTEINH, ITYIII-
KOBBIE BOJIOCHI, BOJIOCSIHBIE (DOJIJIUKY-

JIBIL, IOTOBBIE U JKUPOBBIE JKEIE3BI) ObI-
BAIOT XOPOIIO BUAHBI IPHU GMOMHUKPO-
ckonuu. ONyXoJib, KaK IIPAaBUJIO, IPO-
pacraeT 60yMEHOBY MEMOPAHY U BHE-
JPSETCS B TO/JIEKAIIYIO CTpOMY. B He-
U3MEHEHHOU POTOBUIIE, HA TPAHUIIE C
J€EPMOMIOM, NHOI/IA BU/IHA JKEJITAs I1O-
JIOCKA KHPOBBIX OTJIOKEHUU. 3peHUE
CHIDKEHO 34 CYET IIEPEKPBITUS OITYXO-
JIBIO ONTHUYECKOTO LEHTpa I71a3a. Tu-
IIMYHOE MECTO BO3HUKHOBEHWUS JEP-
MOMJIA — TUMO WIN NEPUTNMOATbHbBIC
OTJIE/IBl POTOBUIIBI B HUJKHEM BUCOY-
HOM KBajipaHTe (puc. 0).

JIpyroy Buji XOpUCTOM — JIUIIO/IEP-
MOM/I — COCTOUT IIPEUMYIIECTBEHHO U3
SKMPOBOY TKAHHU 1 UCXO/IUT OOBIYHO U3
KOHBIOHKTUBBL. MHOI/IA yaaercs npo-
CJIE[IUTD €ETO PACIIPOCTPAHEHNE BHYTPb
OpOUTHI, IO XO/1y IPSIMOY MBIIIIIBI 714~
32. TUNWUYHBIN JUNOAEPMOUJ UME-
€T JKEJITOBATBIN WIN PO30OBATHIN LIBET,
MATKYIO KOHCHCTEHIIUIO U XOPOIIYIO
MIO/JIBIKHOCTD (JIETKO CMENAETCS aJIb-
LIEM [IPU HaIbIanum). [Ipu 6MOMUKPO-
CKOIMHU OTYETIIMBO BUJIHBI COCTABIISIO-
IIHE €TI0 CTPYKTYPY JKUPOBBIE STUEHKU.

MHOXECTBEHHBIE  JIBYCTOPOHHUE
JEPMOU/IBI U JTUNOAEPMOUBl B KOM-
OMHAIIUM C AaHOMAJIUAMHU YITHOHU pa-
KOBUHBI HAOMIOAAIOT TPU CUHIPO-
Me Tonppenxapa. Hepenko numbans-
HBIE WX POTOBUYHBIE JEPMOU/BI CO-
YETAIOTCS C KOJIOOGOMaMHU BeK. Bee aTn
U Jpyrue (pakTel yKa3bIBAIOT HA NPHU-
HA/JIEKHOCTh XOPUCTOM K aHOMAJIHU-
SIM PA3BUTHUSL.

XUPYPrU4eCKOe JIEUEHUE XOpPU-
CTOM HOCHT, KaK INPaBUJIO, MaJUIHA-
THUBHBIN XAPAKTEP U JOJDKHO OBITh
HAIpPaBJIECHO HA OCBOOOXKIECHUE IIECH-
TPAJIbHON YACTU POTOBHUIIBI U 3AKIIIO-
YAETCS B YIAJIEHUN U3OBITOYHOMH, 3a-
CJIOHAIOIIEN 3PAYOK OITyXOJIEBOI MAC-
Cbl. Ha1o OTMETHUTB, 4YTO TOJHOE UCCE-
YEHUE OMYXOJIU B IOTOHE 34 PAJUKAIIb-
HOCTBIO UPEBATO CEPEZHBIMU XUPYP-
TUYECKUMU OCTOKHEHUAMU (OCOOEH-
HO IIPU BHYTPUOPOUTATIBHOM PACIPO-
CTPaHEHUHU OIIyX0o/u). Porosuua, noa-
JIeKaIasl IMoJI XOPHUCTOMOM, OOBIU-
HO UCTOHYEHA, HEOPEKHBIE MAHUITY-
JIAIIUU C HEW PUCKOBAHHBI Ilepdopa-
1IUEN. B HEKOTOPEBIX CIIydasx LIEIeco-
OOpa3HO YKPENMUTH MOJOOHYIO 30HY
IIOCJIONMHBIM TPAHCIUIAaHTaTOM. Cliesty-
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€T UMETb B BUJly U TO, YTO PAJUKAJIb-
HOE yJIaJIEHUE OIYXOJIM MaJjIO 4YTO JI0-
6aBIAeT K (PYHKIIMOHAIBHOMY UCXO[Y.
[Toce yaaneHus XOpUCTOMBI, KaK ITPa-
BUJIO, BBIABJIAETCS JIETKOE OOIAKOBU/I-
HOE ITIOMYTHEHUE B OBIBIIEM €€ JIOKE.

Brayrpuyrpobnasa nndexuus (B nep-
BYIO O4YepeJb KpACHyXd) IPUBOAUT
OOBIYHO K TAKOMY MOPAKEHUIO 171433,
KOTOPOE C aHATOMHUYECKON TOYKHU 3pe-
HMA MJIO OTJIMYHUMA OT TSDKEJIBIX aHO-
MaJINA Pa3BUTHA.

[lepeHeceHHbIN B yTpobe MaTepu
BUPYCHBIIN KEPATHUT MOXKET NPOABUTD-
CA yKE NPHU POXKAEHUU BHYTPEHHEN
A3BON POTOBUIIbI (A3BOU Ban Xumme-
ss1). JJannple GMOMUKPOCKOIIHUU TNPU
3TOM MMATOJIOIUH MAJIO YEM OTINYAIOT-
€A OT TAKOBBIX IIPU 1-M TUIIE aHOMA-
nuu IleTepca — 3aJHAd NOBEPXHOCTD
POT'OBUIIBI HA OTPAHUYEHHOM Y4aCT-
K€ JINIIEHA dH/IOTENNA U NTOJIEKALIEN
62a3a71bHOM MEMOpPAHBI, POTOBUILA HA/JL
3TUM KPATEPOOOPAZHBIM JIE(DEKTOM
MYTHEET.

Kak eme 6oJiee TSDKEIBIN UCXO[
BHYTPHUYTPOOHON MH(MEKIIMHU MOKHO
pacueHuBaTb nepdopannio poroBu-
LBl C MOCTAEAYIOINUM OIOPOKHEHUEM
HepeJHeEN KaMePbl, CMEIEHUEM BIIE-
pel XPYCTAJIMKA, €0 IOMYTHEHHEM,
(popMHUPOBAHMEM  HUPUAOKOPHEAIDb-
HbIX criaek. Torga KIIMHU4YeCKas KapTH-
Ha 6yJET HOJTHOCTBIO IOBTOPATD TAKO-
BYIO IIPU 2-M THIIE aHOMaIuHU Ilerep-
ca. [TomyTHEHHE POTrOBHULIBI IIPU IO-
JJOOHOM HCXOJ€ OYIET MHTEHCUBHBIM
U TOTAJbHBIM.

BpokaenHas KpacHyXa MOXKET IIPO-
ABUTbCA TAKKE KATAPAKTON, aHUPUH-
€M, MUKPO(PTATBMOM, 3JT0KAUYECTBEH-
HOM IVIAyKOMOM. OObEM MOPAKEHUSA
IIPU 3TOM 3200JIEBAHUHN HA CAMOM JIEJIE
MaJIO NPEJCKA3YEM U C TPYAOM MOJ/1a-
erca Kraccupukanuu. JIuddepennu-
a7bHAAd JUArHOCTUKA, CBOJAIIAACA B
OCHOBHOM K CEPOJIOTMYECKUM HUCCIIE-
JIOBAHUAM Ha AHTUTENA K TOTOBUPY-
Cy KPAaCHYXH, IOMOTA€T ONPEAEINUTD-
CsI TOJIBKO C MIEPBONPUYMHOM ITOM T~
JKEJIOU MaTOJNIOTUK. [IPOTHO3 1 TAKTUKA
JIEYEHUA BCE PABHO AHAJIOTUYHBI TAKO-
BBIM IIPH TSKENON aHomanuu Ilerep-
ca niu cragpuiome. Caeayer, OfHAKO,
MIPU3HATD, YTO UCXOJ KEPATOIUIACTUKH
B IIO/JIABJIAIOMEM OOJIBIIMHCTBE CIIy4a-
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€B BPOXKAEHHOT'O KEPATUTA BUPYCHOM
3THUOJIOTUM HEGIATONIPUATHBDII.

OTeK pOTOBUIIBL, MPUJAOIMUN €H
CrienuPUUECKUH, OIecTAIe-Toayo6o-
BATBIN OTTEHOK WUJIHA OTTEHOK 3aTEM-
HEHHBIX OYKOB (110 0OOPa3HOMY BbIPA-
JKEHHMIO HEKOTOPBIX ABTOPOB), ABJIAET-
€A €BA JIX HE CaMOM 4aCcTOU (hOpMOI
BITP. Cpeau NPUYMH BPOXKAEHHOTO
OTEKA POTOBUIILI B IPAKTUKE JJETCKOM
O(PTATBbMONIOTHU OJIHO3HAYHO [OMU-
HUPYET BPOXKIEHHAA IJ1ayKoma. Hanu-
4ne BBICOKOTO BT/, 3KCKaBauusa 3pu-
TEIBbHOTO HEPBA, Oy(dpTanbpm, PoTodo-
61 U CJIE30TEYEHHUE HE OCTABIIAET HU-
KaKUX COMHEHUH B narnose. [1pu uc-
CIE€IOBAHUU POTOBHUIIBI MOKHO OOHA-
DYKUTDb €€ YBEIMYEHUE B TOJIIMHE U
JUAMETPE 33 CYET UHTPACTPOMAIBHO-
IO OTEKA, A TAKKE TyrOOOPA3HBIE PA3-
DBIBBI IECLIEMETOBOM OOOTIOUKH B 1I€H-
Tpe 1 Ha nepudepuu. Iomnexamue
CTPYKTYPBI NEPEJHETO OTPE3KA IJIa-
34, KaK IIPABUJIO, HE U3MEHEHDI (€C/IN
TOJIBKO BPOXK/IEHHAsA IJIAYKOMA HE CO-
YETAETCA C KAKUMU-TMOO aHOMATTUAMU
passuTus) (puc. 7).

Hopmanuzanusa BI'/l npu rioaykome
IIPUBOJUT K OBICTPOMY PErPECCY OTe-
Ka M NPOCBETIIEHUIO POTOBHIIBI O€3
KaKHUX-TMOO0 OCTATOYHBIX U3MEHEHUIL.
[Tpu orcyrcTBUU 3(PPEKTA OT MEAUKA-
MEHTO3HOTI'O JIEYEHUA CIEIYET IPUOET-
HYTb K OIIEPAIUU — TPAOEKYIIKTOMUH
C HapyXHBIM JpeHupoBanueM. Ilepe-
CaJKa JOHOPCKOM POT'OBHUIIBI IIPU BbI-
COKOM M HEKOMIIEHCUPOBAHHOM BIJ]
HE MMEET CMBIC/IA U 3apaHee oOpede-
Ha Ha HEyJay4y.

Topasno pexe NPUYUHON BPOK/ICH-
HOT'O OTEKA BBICTYIAET BPOXKIEHHASA
HACJIECTBEHHAA 3H/IOTE/NUAIbHAAL
puctpodusa porosunsl (BHOM), nepe-
JlaBaeMasd 1O HACJIEACTBY, 4allle BCETO
10 AYTOCOMHO-PELIECCUBHOMY THUILY.
B ocnose 3a60/1€BaHNA JIEKUT I'€HE-
THUYECKH 3aNIPOTrPAMMMPOBAHHBIN JIE-
(peKT pazBUTHUA IHIOTENUA POTOBU-
ubl. KnMHUYeCKUe HaXOJKU BapbUPY-
IOT OT IOJIYIIPO3PAYHON U HEOOBIION
B pa3dMepax JAbIMYATOCTH JO AUPPy3-
HOT'O OT€KA (IOMyTHEHUA). B mocnen-
HEM CJIy4a€ TOJIIMHA POTOBUIIBI MO-
JKET OBITh YBETMYEHHOM B 2—3 pa3a IO
CPaBHEHHUIO C HOPMOM. B moszgHue cpo-
KM IIOCJIE POKAEHUA NPUCOEAUHAETCS
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Puc. 7. PoroBuua npu BpOXAeHHON rnayKkome.
BupeH oTek poroBuupl, AyroobpasHbie paspbiBbl
¥ TPeLMHbI AecLieMeToBo 060104KN

Fig. 7. Cornea with congenital glaucoma. Corneal
edema, arcuate tears and cracks of the Descemet
membrane are visible

YCTAHOBOUHBIN HuUcTarm. [lis BHO/]
XaPAKTEPHO, YTO OTEK BO3HUKAET IIPU
HOpManbHOM BIJI. OTCYTCTBYIOT TaK-
JK€ NPU3HAKA BHYTPHUYTPOOHOI HH-
pexnM WM NEPEHECEHHON B POAAX
TpaBMbl. OCHOBHOU Xxe auddepen-
LUATbHBIN NPU3HAK — OOHAPYKEHUE
IpU GMOMUKPOCKOIINH TSKEIOU JJUC-
TpOo(PUU IHJOTENNA, BIJIOTh 4O MOJ-
HOTO €r0 OTCYTCTBHA. JleCleMEeTOBA
MeMOpaHa, KaK IPaBUJIO, HCTOHYEHA
Y IPEPBIBUCTA [2, 44—46].

Eme ofiHa NOTEHIUAIbHAS IPUYN-
Ha BPOXKIEHHOT'O OTEKA — 3a/IHAA I10-
nuMmopgpuaa gucrpodus (3I110). Cyrb
3TON MATOJOIMH COCTABJIAET IEpe-
POXKAEHUE IHAOTENUAIBHOIO TOKPO-
B4 POTOBMIIBI B AMUTEAUAIbHBIN. [Ipn
3JIEKTPOHHOIT MHUKPOCKOIIMH KJIETKH,
MOKPBIBAIOLINE 33/IHIOI0 IOBEPXHOCTD
POTOBUIIBI, UMEIOT HA CBOEH MOBEPX-
HOCTH MHUPUA/Ibl TOHYANIIUX MUKPO-
BOPCHHOK, 4 TAKXE JPYTUE TUIIUYHBIE
NPU3HAKU SMUTENIUAIBHOIO CTPOEHNUSA
U (PYHKIIUOHUPOBAHUA.

KIMHAYECKA [AMATHO3 CTAHOBUT-
CA OYEBUAHBIM, KOI/IA B JJONOJHEHUE
K OTEKy Pa3HOM CTENEHU BBIPAKEH-
HOCTH IpU OMOMHKDPOCKOIIMH OIIpe-
JENAIOTCA MHOXKECTBEHHBIE U BECbMA
OJIMMOP(PHBIE BKJIIOYEHUA HA JECLIE-
METOBOI MEMOPaHE (10 TUITy KEPATO-
MaTHUH). OTU BKJIIOYEHUS CYIIECTBEH-
HO Pa3HATCA B pazmepax u popme. Ux
OIMCBHIBAIOT B BUJIE Y3EJIKOB, Iy3bIPb-
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KOB, BOJIZIBIPEN, JIEHT, U3BWJIMH WIH Ka-
TIEeJIEK C JIETKUM BEHYMKOM IIOMYTHE-
HuUs. VIHOTJJa 3TU BKJIIOYEHUS NIPUHU-
MaloT POpMY HIMPOKUX, YETKO OYEP-
YEHHBIX 31TEMHEHHBIX I10JIOC, PACIIO-
JIATAIOIIUXCS B 33/JHUX OTJENAX CTPO-
MbI [47].

CyJi4 IO AaHHBIM JIATEPATYPHI, 3I1/]
PENKO BO3HHUKAET KAK CAMOCTOSITEIIb-
HO€E 3260JIEBAHUE, YAIIE BBITJIJIUT IO
THUITY 33/JHETO SMOPHUOTOKCOHA U OKa-
3BIBACTCS DJIEMEHTOM Ky/ia 6oJiee Ts-
JKEJIBIX AHOMAJIUI Pa3BUTUS — ATPO-
$un pagykKy, KOPEKTOMUU, UPUIO-
KOPHEAIBHBIX CPALIEHUH, IVIAYKOMBI
u mp. [48].

MeTabonuuecKre HapyuleHus, IpHu-
Bojsaue K BIIP, siexxatr B oOcCHOBe
BPOXKIEHHOU HACIEACTBEHHOM CTPO-
MaJIBHOU  JUCTPO(PUH  POTOBUIIBI
(BHCII). D10 #OCTATOYHO PEAKOE 3a-
60€BAHNE, C COOTBETCTBYIONUM CE-
MEUHBIM 4aHAMHE30M, IIOpaXaoliee
[IPEUMYILECTBEHHO CTPOMAJIbHBIN CJION
porosullpl. TUI Nepesadyn — ayToCoOM-
HO-JIOMUHAHTHBII.

B ocnose BHC]I nexur renerude-
CKH 3aIIPOTPAMMUPOBAHHOE HapYyIIIe-
HHE CUHTE3a KOJIJIAT€HOBBIX BOJIOKOH
(BUIUMO, 32 CYET IE(PEKTHOTO NIPOU3-
BOJICTBA KEPATOLUTAMH OCHOBHOTO
CTPOUTEIBHOTO MATEPUAIA CTPOMBI —
KHCJIBIX MYKOIIOJUCaxapuzios). Ilpu
VJIBTPAMHUKPOCKOIIMN TAKHE KOJUIare-
HOBBIE BOJIOKHA OKA3bIBAIOTCS YPEZBHI-
YANUHO TOHKUMU, MEHEE 15 MKM B JIU-
ameTrpe. KOMIakTHbIE UX MTy4KH Yyepe-
JIYVIOTCSI C PBIXJIBIMU, HEOPT'AHU30BAH-
HBIMH KOJJIATEHOBBIMU ITACTaMU [49].

IIpy 6UOMHMKPOCKOIIUYECKOM UC-
CJIEJOBAHUU TAKasI CTPOMA POTOBHUIIBI
HUMEET CBOEOOPA3HBIN YEHIyHJaThIi
BU/I. UHTEHCUBHOCTh IOMYTHEHMUS HE-
PaBHOMEPHASI, TPAHUIIBI €T'O HEYETKU.
B psie muTepaTypHBIX HCTOYHHUKOB Ta-
KO€ IOMYTHEHME CPABHUBAIOT C NIEPU-
CTBIMU O6JIaYKaMU. TUTTHYHAS JTOKAIN-
3a1us1 — [IEHTP pOroBullbl. OCTAIbHBIE
CJIOU POTOBOH OOOJIOUKH BBITJISZIAT HE-
U3MEHEHHBIMU. OTEKa HET. DIUTEU-
AJIbHBIN Y 3HJOTEINAIBHBIN TOKPOBBI
HOPMAJIbHBI, TOJIIIUHA POTOBUIIBI HE
yBenmueHa. JlecriemeroBa MeMOpaHa
COXPaHHA Ha BCEM CBOEM MPOTSKEHUH.

[ToOMyTHEHUS TIPU MYKOIIOJIHCAXa-
pUA03axX U POACTBEHHBIX UM 3a601J1€-
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BAHUAX (TAHIVIMO3U03, IUCTUHO3, TH-
PO3UHO3) TOKE HOCAT HEKHBII, 00JIa-
KOBUJHBIA XapaKTep C TEHJACHLUEN
K CJIMSIHUIO M PACHPOCTPAHEHUIO HA
LIEHTP POTOBUIIBL. BHOMUKpOCKOTIHYE-
CKas1 KAPTHUHA TOBTOPSIET TAKOBYIO IPU
BHC/. Cnenyer, OJHAKO, TIOMHHUTb, YTO
MIPOLIECC OTIOKEHUS IPAHYJI IVIIOKO34-
MMHOTJIMKAHOB B POTOBHUITY IOCTATOY-
HO JIOJTOBPEMEHHBIM, TaK 4YTO IEpP-
BbIC MIPOSIBJIICHUS OONIE3HU MOSBIISIOT-
Cs1 OOBIYHO TOJBKO K 6—7 MEC. JKU3HU.
JledeHUE BPOXKAECHHBIX HACIE-
CTBEHHBIX JUCTPO(UIT pOTOBHUII BO3-
MOKHO TOJIBKO XHUPYPIHUYECKUM IIy-
TeM — CKII [3, 5, 49-51]. [TomyTHEHUE
IIPU BPOKJEHHBIX JUCTPOPUAX BCET-
J1a HOCUT JJBYCTOPOHHHUH XapakTep U
MMEET TEH/ICHIIUIO K IPOI'PECCUPOBA-
HHUIO. Bce 3TO B IpUHIIUIIE HE OCTAB-
JIIET COMHEHUH B BBLIOOPE CIIOCOH2 JIe-
yeHus. JIuteparypa nOC/AEJHUX JIET U
Halll COOCTBEHHBIN OIBIT CBUJICTECIIb-
CTBYIOT, UTO NPU COOJIONEHUN OIIpe-
JIEJICHHBIX YCJIOBUU XHUPYPIUUECKOE
JIEUEHUE BBICOKOPE3YIBTATUBHO. [lO
70% peUIIUEHTOB B OTAAJIEHHLIE CPO-
KN UMEIOT NPO3PAYHBIN TPAHCIUIAH-
TAaT U BBICOKYIO OCTPOTY 3PEHUS — OT
0,5 aorrp um BbIIIE [27, 28, 50, 51].
OCHOBHas Npo6IEMA — 3TO CPOK
XUPYPTrUYECKOTO BMEMATENBCTBA. YeM
pAaHBbIIIE BBITOJHACTCSI KEPATOIIACTH-
K4, TEM MEHBIIIE PUCK PA3BUTHS OOCKY-
PALlMOHHON aMOIHOINU U TEM JIy4IlIe
(PYHKIIMOHAJIBHBIN PE3YJILTAT — 3TOT
TE3UC HAXO/JUT BCE OOJIbIIIEE IPU3HA-
HHE B O(PTATBMOXUPYPIUYECKON Cpe-
Je. BonHe ycnenHele nepecajku po-
TOBUIIBI IPOU3BOJAT YKE Y JIETEH B BO3-
pacre 4—6 Hep, mociie pokaeHwus [52).

3AKJIIOMEHUE

B 3axmoyenme XoTenoch Obl og4ep-
KHYTb, 4TO pEIEHNE TPOOIEMBI (PPEK-
TUBHOI1 oMoy npu BITP naunnaer-
€A C TPAMOTHOU JUATHOCTUKU 3206071€-
BaHuA. JJaHHBIA 0630P HU B KOEM CJIy-
4yae He IPETEH/IyeT Ha IIOJIHOTY U3JI0Ke-
HMA 3TOU NPOoGIeMbL. MHOTHE BapHUaH-
Tl BITP 0XH/1a10T €111€ CBOEro OCMBIC-
JieHns 1 onucanus. Tem He MEHee aBTO-
PbI HAJEIOTCA, YTO U3JIOKEHHDBIE B 00-
30p€e COBPEMEHHBIC TO/IXO/bI K UX JI1-

ArHOCTHKE U JIEYEHUIO TOMOTYT MPaAK-
TUYECKOMY BPa4y B COOTBETCTBYIOIIEM
CJTy4ae MPaBUIbHO OLIEHUTD IPOTHO3 U
CBOEBPEMEHHO HAIIPABUTH PEOEHKA Ha
3TAIl CNIEHUATU3UPOBAHHON OPTATBMO-
XUPYPrudeCKON IMOMOMIMN.
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