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PE®EPAT

Anomanus lMetepca (Al) - 370 peaKkas BpOXKAEHHAA aHOManua poro-
BULbI 1 NepeAHero oTpe3ka rnasa (MO0T). PeakocTb AaHHOM natonorum n
TPYAHOCTW, CBA3aHHble ¢ 06cNe0BaHNEM HOBOPOXAEHHBIX, MOPOXAAIOT
CUTYaLWI0, KOTAA KNIMHWNYECKUE MOAXOAbI K BEAEHWI0 3TOM aHOManum ocTa-
IOTCA HEeACHbIMK AN GOMbIIMHCTBA AGTCKUX 0(TaNbMO/OroB.

Llenb. N3yunTb KNMHUYECKME NPOSBAEHNUA U OLEHUTb pe3yNbTaThbl X1-
pypruyeckoro neyeHus y agetent ¢ All.

Martepuan u metopbl. Mo HabnogeHnem 3a nepuog ¢ 1996 no
2016 rr. Ha obcnegoBaHue n neveHmne Haxoaunca 51 pebeHok ¢ pasHbl-
mu dopmamu Al B Bo3pacTe oT 3 mec. go 10 net: 1 rpynna - me3sogep-
manbHas - 20 yen. (37%), 2 - rpynna sktoaepmanbHan 31 pebeHok (63%).
Xupypruueckoe nedyeHume - ckBosHas kepartonnactuka (CKIM) 6bina npose-
neHay 43 naumeHToB (69 rna3s) B Bo3pacte oT 8 g0 36 Mec. Y ocTanbHbIX
aeten (8 yen.) onepauuaA Gbina NpoTMBONOKa3aHa U3-3a TAXeNOo coMa-
TUYeCKOW v rnasHoit natonormn. KnuHmko-gyHKUMoHanbHoe n odranb-
Monoruyeckoe o6cnef0BaHNe y BCeX MPOBOANNOCH B YCIIOBUAX MeANKa-
meHTo3Horo cHa. CKIM npoBogmnu no TpagnLMOHHON METOAMKE, B Kaye-
CTBE JOHOPCKOr0 MaTepuana UCrnosb30Baiu CBEXYI0 KajaBepHYy poro-
BULY C 4aBHOCTbI0 3a60pa 0T MOMeHTa CMepTy 0 onepauum He Gonee 48
yacoB. buonorvnyeckuit pesynbrat onepauuu oLeHNBan MOMEHTHbIM Me-
ToAoM (nnn metos Kannana-Maiiepa), c MOMOLLbIO KOTOPOTO BbIYUCAANN
TaK Ha3bIBaeMylo BbIKVMBAeMOCTb TpaHcnaHTaTa. PyHKUMOHaNbHbIV pe-
3ynbTaT y AeTeit 40 3-X NeT oueHVUBany OPUEHTUPOBOYHO: MO CEXEHUIO

Odranbmoxumpyprus. 2019;2:44-49.

pebeHKa 3a MrpyLIKaMu ¢ ONpeAeNeHHOro pacCTOAHUA Y METOAO0M Npea-
nouyuTenbHOro B30pa, y AeTeil cTapwero Bo3pacTa - no Tabnuue CusLe-
Ba-fonoswuHa. MocneonepaunoHHoe HabnoAaeHne NpoaoKanock oT 3 Mec.
Ao 15 net. YaaneHHble Bo BpeMs onepauun poroBu4Hble ANCKN Noasep-
raancb rmcToNOrMYecKOMy UCCNEA0BaHMUIO.

PesynbraTbl. B TeyeHne nepsoro roga nocne CKIM npo3payHocTsb ne-
pecaxeHHol poroBuLbl coxpaHunack B 1 rpynne Ha 29 rnasax (90%), Bo
2-rpynne -y 21 nauuenTa 26 rnas (67%). Yepes 2 roga nocne onepayuu
npospayHas AOHOpCKasA poroBuua y aeteit B 1 rpynne coxpaHunacby 17
nauunenToB (20 rnas, 62%); Bo - BTopoi y 15 nauunenToB (18 rnas, 54%).
Yepe3s 5 net nocne onepauuv y naumenToB 1 rpynnbl Npo3payHocTb ne-
pecaxeHHo foHOpCKoi TKaHu coxpanunu 17 ras (53%), Bo BTOpOii -
nvwb 12 n3 31 BbinonHeHHol onepaunu (39%). Yepes 10 net npospay-
HbiMK ocTanuck 53 n 31% porosuy cooTBeTcTBeHHO. Yepes 15 net no-
cne onepaummn npo3payHocTb coxpaHunm B 1 rpynne 15 rna3s (46%), Bo
2 -9 (22%). OcTporta 3pexus (0,3 u Bbiwe) Habnoganacb y 8 13 13 ge-
Telt (61%), onepupoBaHHbIX A0 roAa, y AeTeit cTapluiero Bo3pacra ulb
B 27% cnyyaes, AaXe Npy NPO3payHOM NPUKMBIEHUN TPaHCMIaHTaTa.

3aknioueHue. MNepecagka porosuubl npu All y geTteid paHHero Bo3-
pacTa - 3T0 eAMHCTBEHHbIN WaHC 136aBUTb pebeHKa OT CAenoThbl U UH-
BaNMAHOCTY MO 3pEHMI0.

KnioyeBblie cnosa: kepamonsiacmuka, NoMymHeHue po20s8uysi, demu,
aHomanusA [emepca. M

Asmopbi He uMelom (pUHAHCOBbLIX UJIU UMYW,eCMBEeHHbIX UHMe-
pecos 8 ynoMAHymbIX Mamepuase u Memooax.

ABSTRACT

Peters’s anomaly: clinic, diagnostics and results of surgical treatment

A.V. Pleskova, L.A. Katargina, E.V. Mazanova
Helmholtz Research Institute of Eye Diseases, Moscow

The Peters’s Anomaly (PA) is an infrequent congenital anomaly of
a cornea and anterior segment of eye. The rarity of this pathology and
difficulty bound to inspection of newborns generate a situation when more
or less certain clinical approaches to maintaining this anomaly remain
obscure for most of children’s ophthalmologists.

Purpose. To study clinical implications and fo estimate results of
surgical treatment in children with PA.

Material and methods. Under observation from 1996 for 2016 on
examination and treatment there were 51 children with the PA different
forms, aged from 3 months up fo 10 years: 1 group - mesodermal -
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20 people (37%). 2 - group the ectodermal 31 child (63%). Surgical
treatment - penetrating keratoplasty (PKP) was carried out at 43
patients (69 eyes) aged from 8 up to 36 months. At other children (8
people) surgery was contraindicative because of serious somatic and eye
pathology. Clinical-functional and ophthalmologic examination at all was
conducted in the conditions of medication sleep. PKP carried out by a
traditional technique, as donor material used a fresh cadaver cornea with
prescription of a fence from death moment before operation no more than
48 hours. The biological result of surgery was estimated by a moment
method (or Kaplana-Maier's method) by means of which calculated so-
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called survival of a graft. Functional result - at children to 3-x years
estimated approximately: on tracking of the child toys from a certain
distance and method of a preferable look, at children of advanced age
according to Sivtsev-Golovin's table. Postoperative observation proceeded
from 3 months to 15 years. The corneal disks removed during surgery
were exposed to a histological research.

Results. Within the first year after PKP a transparence of the replaced
cornea remained in 1 group on 29 eyes (90%), in 2 group - at 21 patients
of 26 eyes (67%). In 2 years after surgery the transparent donor cornea
at children in 1 group remained at 17 patients (20 eyes, 62%); in - the
second at 15 patients of 18 eyes (54%). In 5 years after surgery - at
patients of 1 group a transparence of the replaced donor tissue was kept

AETCKAA O®TAJIbMOJIOTUA

by 17 eyes (53%), in the second only 12 of 31 executed surgery (39%). In
10 years fransparent were 53% and 31% of corneas, respectively. In 15
years after surgery a transparence was kept in 1 group of 15 eyes (46%),
in 2 - on 9 (22%). Visual acuity (0,3 and above) was observed at 8 of 13
children (6 1%) after surgery about one year at children of advanced age
only in 27% of cases, even at transparent engraftment of a graft.

Conclusion. The keratoplasty at PA at children of early age is the
only chance to save the child from a blindness and disability on vision.

Key words: keratoplasty, opacification of a cornea, children, Peters’s
anomaly. ®

No author has a financial or proprietary interest in any mate-
rial or method mentioned.
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AKTYANIbHOCTb

Homanusa Ilerepca (AIl) — aro

penKas BPOXAEHHAA IATOJIO-

I'isi POTOBUIIBI U TIEPETHETO OT-
peska rnaza (I1IOTI) y gereit, KnuHu4e-
CKHU TNPOSIBIAIONIASICS CUMIITOMOKOM-
IJIEKCOM JAMCI€HESA ITIA3HOTIO A0JI0KA,
MIPEUMYIIECTBEHHO MEZOAEPMATBHOTO
MIPOUCXOXIEHUA. OCHOBHBIM IPU3HA -
KOM ABJIIOTCS LIECHTPAJIbHBIE TOMYTHE-
HUS POT'OBUIIBI, COIIPOBOXK/1a€MBIE JI€-
(pexTOM 3HJOTENNA U AECLEMETOBOM
MeMOPaHBI U CPALIEHHBIE C PAYKKOH,
pexe ¢ XpyCTAIMKOM. [JanHas aHoMa-
JIAS MOXET HaOIOAThCS N30JIMPOBAH-
HO, COIPOBOXAATHCA JPYTON TTIA3HOM
[AaTOJOTUEN: MUKPO(MTAIbMOM, MH-
KPOKOpHEA, YaCTUYHOM WU IIOJHOMN
AHUPUJUCEH, KATAPAKTOM, BPOXK/ICH-
HOU adaxueii [1-4], mnepcucTupyomum
NIEPBUYHBIM T'MIIEPIUIACTUYECKUM CTE-
KJIOBUJJHBIM TEJIOM, 4 TAKXKE BXOJUTDH B
COCTaB HEKOTOPBIX CUHAPOMOB: «Ile-
TEPC-TUTIOC CUHAPOM» [5, 6], CUHAPOM
Kpayse-Kusnyna, BKIIOYAIOIIMX I10-
MHMO IJIA3HOM CUMIITOMATHKHU U DL
JPYTUX AaHOMAJINH — BOJIYbS ITACTD, 34-
A4bsl I'y0a, YKOPOUYEHUE TYJIOBUIA U
KOHEYHOCTEHN, 33a/IEPKKd IICHUXOMO-
TOPHOI'O PAa3BUTHA, HAPYUIEHUE CIyXa
[7-12]. Oxono Tperu ciydaes All co-
MIPOBOKAAETCA CUCTEMHOM MATOJIOTU-
€1, KOTOPasaA MOXKET BK/IIOYATb B CeOs
BPOKACHHBIE IOPOKU CEPALLA, OPTAHU-
yeckoe nopaxenue IJHC, maTosoruio
MOUEIIOJIOBOU CUCTEMBI U T.JI. YacTo-
T4 BCTPEUYAEMOCTH 3260JIEBAHNA B I10-
nyaanuu 1:200 000 [13]. Cnoxusmiee-
Cs HA IPAKTUKE NPEAyOeKIEHUE O HE-
N36EXKHOCTH Ci1enoTel npu All femaer
JJAHHYIO IATOJIOTHIO BECbMA aKTyaslb-
HOU TEMOM COBPEMEHHOM JETCKOM
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oranbmonoruu. OTCYTCTBUE CBOEB-
PEMEHHOIO U TPAMOTHOIO JICYEHUS
JaHHOU BPOXAEHHOU aHoMainuu I1OT
INPUBOAUT OOBIYHO K HEOOPATUMBIM
3PUTENBHBIM ITOCIEACTBUAM. EnuH-
CTBEHHBIM CITOCOOOM JIEYEHMUS JIAHHOM
TSAKEIOHN MaTOJIOTUU ABJIAETCA CKBO3-
Hasa Keparoruiactuka (CKII), npecne-
JYIOIIasl BIIOJIHE JIOTUYHYIO II€/Ib —
VAYYIIATL 3PEHMUE AETEN, paHee 06-
pedeHHbIX Ha crenoty [14-19]. B To
JK€ BPEMS PEJKOCTb JAHHOM MATONO-
' Y HOBOPOKJCHHBIX U TPYAHOCTH,
CBA3AaHHBIE C UX OOCJIEJOBAHUEM, I1O-
DPOXKAAIOT CUTYAINIO, KOI/1d KIIMHUYE-
CKUE NOAXObI K BeieHUIO AT ocTaroT-
Cs HEACHBIMU ISl OOBIIUHCTBA JET-
CKUX O(PTAIBMOJIOTOB.

LLENb

N3yanTh KTUHUYECKUE IPOSABICHUS
Y OLIEHUTD PE3YIBTATh XUPYPIUIECKO-
ro jeueHus y jere ¢ Al

MATEPWUAN U METO[bI

ITos HamKUM HAGJIO/IEHUEM B OT/IE-
JIe TATOJOTUU IN1a3 y geter PI'BY «Mo-
ckoBckuit HYY rina3HbIx 601€3HeEN UM.
lesbmronbna Munsgpasa Poccun» 3a
nepuop ¢ 1996 nmo 2016 rr. HaxoAWI-
¢ 51 pe6eHOoK C pa3HbIMU (POPMAMU
ATl B BO3pacre or 3 mec. go 10 ner. C
AIT 1 Tuna (Me3ozepManbHas popma)
6n110 Beero 20 nere, 32 rnasa (37%),
¢ AIl 2 tuna (3KToAepManbHasA Pop-
Ma) — HaxoawiIcA 31 pebeHoK, 44 rna-
32 (63%). OMHOCTOPOHHSISI TATOIOTHS
6p171a y 25 (49%) MalueHTOB, BO BCEX
ocTanbHbIX — 26 ven. (51%) — maro-
JIOTHS OBLIA IBYCTOPOHHSAS, XOTS HU B

OJTHOM U3 3TUX CIy4aeB HE ObUIO MOJI-
HOM CHMMETPUH KIMHHUYECKUX IIPO-
ABJIEHUU.

Bo BceX 3THUX CIy4yadax MOMYTHE-
nue porosuunl (IIP) 6bu10 ¢ poxze-
HUS, OZJHAKO HallpaB/IeHHE pebeHKa Ha
3TAI CHEUMATU3UPOBAHHON XUPYPIrH-
YECKOU NOMOIIU NPOUCXOIUIO OOBIU-
HO c onozjganuem. Ha MmomeHT 1-ro OcC-
MOTpPa B OT/IE€JIE€ TATOJIOTHHU T71a3 Y Jie-
Tert PTBY «MHHUIE nm. TensMrompiia»
TOJIBKO 18 13 51 feTer 6p1TH B BO3pac-
T€ OT 3 Mec. 10 1 roga. Cpegu oCTanb-
HBIX 8 4esl. 6bUTH B BO3pacTe oT 1 10 3
ner, 16 — B Bo3pacre OT 3 10 5 JIeT, U
9 — crapie 5 JerT.

KIMHHUKO-(PYHKIIMOHANBHOE M OP-
TAJIbMOJIOTUYECKOE OOCJIE/JOBAHUE Y
BCEX MPOBO/IMJIOCH B YCJIIOBUAX MEJU-
KAMEHTO3HOI'O CHA U BKJII0YAJIO TOHO-
METPUIO, OMOMUKPOCKOIIHIO, YIBTPA3-
BYKOBOE A- U B-ckanuposanue (Y3H)
U YJIBTPA3BYKOBYIO GMOMHUKPOCKOITHIO
(YBM), perucTparyio o61en ¥ pUTMH-
YECKOM 3JIEKTPOPETUHOIPAMMBI (OPT),
3PUTEABHBIX BBI3BAHHBIX IOTEHIINA-
s0B (3BII), OKT nepeaHero orpeska
171434,

Xupypruyeckoe sedenue: CKII
Obl1a TIpOBEJEHA y 43 MNalueHTOB
(69 rnas) B Bo3pacre ot 8 10 36 mec.
V ocranbHBIX jered (8 dei) onepa-
1115 6b1JIA IPOTUBOIIOKA3aHA NU3-3a Ts-
JKEJIOM COMATUYECKOI U IJIA3HOM Ia-
TOJIOTUH: OPTraHUYECKOE NOPAKEHUE
IHC ¢ 327€epXKOU NCUXOMOTOPHO-

Ilna KoppecnoHaeHUUM:

MNneckoBa Anna BayecnaBoBHa,
AOKT. MeJi. HayK, CT. Hayy4. COTPYAHUK
OTAena naTonoruu rnasy aeten
ORCID ID: 0000-0002-4458-4605
E-mail: dho@igb.ru
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Tabnuya
CpaBHMTeNbHAA KNMHNYECKaA XapaKTepucTMKa 2 TUNOB aHoManuu lMetepca
Table
Comparative clinical characteristics of 2 types of Peters ‘ anomaly
Yucno HabnogeHun
Number of observations
Mokasatenb
I Tvna Il Tuna Bcero
Parameter
| type Il type total
abe. % abe. % abc. %
Bcero nauneHToB ¢ aHomanueii lNetepca:
. . 20 37 31 63 51 100
Total patients with Peters anomaly:
C OAHOCTOPOHHEI naTonormen rasa
. . 8 40 18 57 26 51
with unilateral pathology of the eyes
C ABYCTOPOHHEN naTtonoruen rnas
o 12 60 13 41 25 49
with bilateral eye pathology
C natonoruei Apyrux opraHos
, AL 0 0 13 42 13 42
with pathology of other organs
Bcero rna3s c aHomanuen Metepca:
. 42 48 4t 52 86 100
Total eye with Peters anomaly:
C MPUAOKOPHeanbHbIMU CpaLyeHUAMN
LRI i 42 100 44 100 86 100
with the iridocorneal adhesions
C MyTHBIM XpYCTaJMKOM
) 0 0 bk 100 4k 51
with cloudy lens
CO CMeLEeHHbIM XpyCTannKo
. Ll.t . pycranuron 0 0 44 100 44 68
with dislocation of the lens
C rnaykomoi
0 0 8 22* 8 22
with glaucoma
C Apyrov narosoruei riasa
. 4 20 24 80* 28 56
with another pathology of the eye

Mpumeyanue: * pasHuLa Mexay rpynnamu B 4acToTe NpuU3HaKa No KpuTepuio z HecnyyanHa (p<0,05).

Note: * The difference between the groups in the frequency of the trait according to the z criterion is not accidental (p<0.05).

I'0 Pa3BUTHUSA, HAPYIIEHUEM CJIyXa, CO-
4YeTaHHOM YeJIIOCTHO-JUIIEBOM MATO-
JIOTHEN, KOTOOOMON PaZyKKU U JIUC-
Ka 3purenbHOro Hepsa (JI3H), mep-
CUCTUPYIOIIEE CTEKIOBUJIHOE TEJIO.
CpegHu BO3pAaCT HA MOMEHT OIlepa-
uu cocTasui 8,2+2,1 mec. CooTHOIIIE-
HHE MAJIBYMKOB U JIEBOYEK ObUIO IIPHU-
6IM3UTENBHO OMHAKOBBIM. CKII mpo-
BOJIWJIM 110 TPAZAULIMOHHON METOJIUKE,
B KA4ECTBE JIOHOPCKOT'O MATEPUATIA UC-
TIOJIB30BAIN CBEXYIO KaZABEPHYIO PO-
T'OBHIYy C /IaBHOCTBIO 3260pa OT MO-
MEHTa CMEpPTHU JI0 olepanuu He 60-
Jee 48 yacos. Bo3pacT JOHOPOB KoJie-
6ancs ot 18 1o 40 net. CocTosIHUE O-
HOPCKOU POTOBUIIBI IPOCIEKUBAIH B
JUHAMHUKE OCMOTPOB, NPUXOJANNX-
¢ Ha 1-blit, 6-0¥1, 12-b1i, 18-b11, 24-
bIY, 48-01 U T.JI. MECAL] IIOCJIE OIepa-
11U. Pe3ynbTaThl 1€UeHUS OLIEHUBAIN
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B paMKax 6MOJIOTUYECKOIO U (PYHKITH-
OHAJIBHOT'O PEe3yNbsraToB. buonoruye-
CKHUH PEe3yabTraT onepanun (IPUXKUB-
JIEHHE TPAHCIUIAHTATA) OLICHUBAIU B
monenn Kamnana-Mariepa. @yHKIMO-
HAJIbHBIN — Yy JIETEN 10 3-X JIET OPUCH-
THUPOBOYHO: 1O CJIEKEHUIO pEOEHKA 32
UTPYUIKAMU C OTIPEIEIIEHHOT'O PACCTO-
STHUSL U METO/IOM MPEATIOYTUTEIBHOIO
B30pa, Y JIETEN CTAPUIETO BO3PACTa —
no tabnuie Cusnena-lonosuHa. I1o-
CJIEOTIEPALIMOHHOE HAOIIOCHUE TIPO-
JOJDKAJIOCh OT 3 Mec. o 15 ner, npu
3TOM CPEHUHN IEPHO]] HAGTIOACHUS
B BEIGOPKE cocTaBui 26,1+8 mec. Yia-
JIEHHBIE BO BPEMSI OTIEPAIIUU POTOBUY-
HBIE JVCKU ITOJIBEPTAIUCh TUCTOIOTU-
4ECKOMY UCCIEAOBAHUIO.

TakTHKa TeYeHUS 3aBHUCEIA OT CO-
cTosiHusl odpranbMoToHyca. Ha mep-
BOM araney 8 us3 31 (22%) gerei ¢ nno-

BhIIEHHBIM BI'/] 6b171a BBITTOJTHEHA CU-
HYCTPAa6EKYIIKTOMHUA. Y 3 MAIUEHTOB
Ju1s1 HopManuzanuu BIJl nmotpe6osa-
JIOCh 2 AHTUTJIAYKOMATO3HBIX BMEIIA-
TENbCTBA, BO BCEX OCTAJBHBIX CJIyda-
AX JOCTUIHYTA HOpManu3auus BT/l n
CTOMKHUU I'MIIOTEH3UBHBIN PE3YJIBTAT B
CpOKH OT 5 10 15 ner.

PE3YNbTATbI

Bce pgetn 6vpumu paspeneHbl HA 2
rpynnel: B 1-10 Bomn 20 gereit (32
r1aza) ¢ AIl 1 tTuna, Bo 2-10 — 31 pebe-
HOK (44 rnasa) ¢ AIl 2 tuna. CpaBHu-
TeJbHAA KIMHUYECKAA XaPAKTEPHUCTU-
Ka 2 TUNOB aHoMaimu IleTepca npen-
CTaBJIeHa B maba. KinHU4YeCcKas Kap-
THUHA y IeTel B 1 rpyme npeacrasie-
Ha LEHTPAJIbHBIM aBACKYIAPHBIM 4a-

OPTAIbBMOXHUPVPTHUA / 22019
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CTUYHBIM H/WUIHA CYOTOTAJIBHBIM IIO-
MYTHEHHEM POTOBUIIBI, IO Iepude-
pUH KOTOPOTO KPEIATCA HECKOJBKO
HEXHBIX MIBAPT, HPUAOKOPHEATbHBIX
CpAaIlEeHUI, UCXOAAIUX OT 3PaUYKOBO-
IO Kpas pagyXku (puc. 1). XpyCcTainuk
BO BCEX CJIy4aaX 3aHUMaJI CBOE OOBIU-
HOE€ IOJIOKEHUE U ObUI IPO3PAYHBIM.
[epennas KaMmepa CpeHAd, HEPABHO-
MepHad, B/l — HOpMa, CTEKIOBUAHOE
TEJIO — AKYCTUYECKU IPO3PAYHO, JaH-
Hele pe3yasraTtos 3BIT u OPI' coorseT-
CTBOBAJIM BO3PACTHOU HOpMe. V 4 ma-
LMEHTOB T'OPU3OHTAIBHBIN JUAMETP
POTOBHUIIEI 6BUT 9 MM, MUKPO(MTAIbMA
He OBUIO HU B OFHOM ciaydae. CpegHue
DPE3YIBTATH NAXUMETPUU IO JAHHBIM
OKT nepeaHero oTpesKa r1a3a CocTas-
st 600-750 MKM B [IEHTPE, YTO CBHU-
JIETENBCTBYET O 3HAYUTENBHOM IJIOT-
HOCTH pOrosuubl. Knnnuyeckas xap-
TUHA BO 2 IPyNIIE NALMEHTOB B JOIOJI-
HEHME K LEHTPAIbHOMY aBACKYJIIPHO-
MY IIOMYTHEHHUIO POT'OBHUIIbI M HPUJIO-
KOPHEAJIBHBIM CPAIEHUAM BKIIOYAET
B C€04 €Ill€ U MATOJIOTUIO XPYCTAINKA.
TUIHUYHO HE TOJNBKO €TI0 NOMYTHEHHUE,
HO Y PA3HOI CTENEHH BBIPAKEHHOCTH
cMmelneHue Knepejau. Ilepeansas Kkame-
pa, COOTBETCTBEHHO, MEJIKasl, HEPAB-
HOMEpPHAs, MECTAMU OTCYTCTBYET BO-
BCe. [IPaKTUYECKH Yy BCEX MAI[UEHTOB
ObL1a HAMZIEHA IPYTas [VIA3HASA TATOJO-
rus — 24 manuenTa (80%). Yame Bcero
HAOMIOJAIN MUKPO(MTAJIBM U MHUKPO-
KopHea (puc 2).I1pn YBM (puc. 3) po-
TOBHULIBI YTOJIIIEHBI, CTPYKTYPa OBBI-
HIEHHOHN 3XOIUIOTHOCTH, KaK MPaBU-
J10, 605ee 700 MKM, MPUJOKOPHEATIb-
HBII KOHTAKT NPAKTUYECKA HA BCEM
npotspkeHue. CTPyKTypa pajysKKH 110-
BBIINIEHHOM 3XOIVIOTHOCTU HEOJHO-
POJHA, BO3MOXXHBI (PUOPO3HBIE NEPE-
DOXAEHUS, TTTYOKENEKAIUE CPEMBI HE
BU3YaJTU3UPYIOTCA.

Y 8 u3 31 (22%) onepupOBaHHBIX
NALKUEHTOB BTOPOM I'PYIIIBI O Kepa-
TOIJIACTHKU ObLIA BBIABJICHA ITIAYKOMA,
B CBA3U C YEM OblId IIPOBEJEHA CUHY-
CTPaOEKYIIKTOMUS, U TOJIBKO YEPE3 3
MEC. ITOCJIE AHTUITIAYKOMATO3HOI OlTe-
panuu (nmpu KomneHcanuu BIT) 6vi1a
NPOBEIEHA PEKOHCTPYKTUBHAA CKBO3-
Has Keparorutactuka (PCKIT) ¢ pekoH-
cTpyknuen nepegHent kameps! (ITIK) u
YOAJIEHUEM CPALIEHHOIO C SHJOTENIH-
€M MYTHOI'O XPYCTAJIMKA. ITallMeHTHI
3TOU TPYNIIBI, HECMOTPA HA KOMIIEH-
canuio BIJl, mony4anayu rUIIOTEH3UB-
HbIE NIPENapaThl BECh IEPUO/ HAOIIIO-
jgenust. CTEKIOBUIHOE TEJIO ObLIO aKy-
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CTUYECKU Ipo3pavyHoO. TonmuHa po-
I'OBUIIBI cOCcTaBsia 6ojee 700 Mxm. B
26 ciyuasx nmokazarenu OPTy atux ne-
TEN OCTABAIMCH B IIPEJENAX BO3PACT-
HOHM HOPMBI UJIH OBbUIM HE3HAYNTEIIb-
HO CHWJKEHBI (BOJIHA «a» He MeHee 20-
30 MKB, BOJIHA «B» — He MeHee 100-110
MKB). B 6 (15%) ciy4dasx GbUIO OTME-
YEHO PE3KOE CHWKEHHE IIOKA3aTe-
sen 3BIT (amnutyaa <5), 9TO CBUAE-
TEJIbCTBOBAJIO O HAPYIIECHUU IIPOBE/IE-
HUS UMITYJIbCA IO 3PUTEAbHOMY IIYTH.
DxXOorpauIeCKu CTEKIOBUAHOE TEJIO B
29 (93%) cnygasax 6bIIO AKyCTUYECKHU
NPO3PAYHBIM, V 2 NAIIUEHTOB B CTE-
KJIOBUJHOM TEJI€ ONPEAEIIANCA MOII-
HBIN TSK, UAYIIUI OT 3aJHEH ITOBEPX-
HOCTH XPYCTaJIMKa K CETYATKE — IEP-
BUYHO IEPCUCTUPYIONIEE CTEKIOBU/I-
HOE TEJO.

IManuenTts, nepeHecmue CKII,
OBI/IN TAKKE PA3/IC/ICHBI HA 2 TPYIIIIHL.
B nepsyio Bomuiu 18 namueHTos (25
rinas) ¢ AlIl 1 tuma, BO BTOPYIO I'PYII-
ny — 25 pereit (44 rnasa) ¢ Al 2 tuna.
TUnUYHAS KPUBAS BBKUBAEMOCTH BbI-
[JIIAT B BUJIE CTYIIEHYATOTO rpadpu-
K4, KOTOPBIA OTPAKAET IPOrPATUEHT-
HO€ YMEHBIIEHNUE YUCJIA TPO3PAYHBIX
TPAaHCIIJIAHTATOB CO BpeMeHeM. K nc-
xofy 1-ro Mec. IocIe onepaluu npo-
3PAaYHOCTDb POrOBUIILI COXPAHHIACH BO
BCEX CJIy4adx, yepes roj B 1-i rpymme
MIPO3PAYHOCTb POTOBUIBI COXPAHU-
Jace Ha 29 rinasax (90%), BO 2-1 rpymn-
ne — Ha 26 r1asax (67%). Yepes 2 roja
B 1-11 rpynmne npospadyHas poroBuIia
Obu1a y 17 manueHTos, Ha 20 rnazax
(62%); BO 2-it —y 15 manpeHToB, Ha 20
rnaszax (62%). Yepes 5 JeT nocse ome-
PAIH IPO3PAYHOCTb COXPAHIIN 53 U
39% COOTBETCTBEHHO, a yepe3 10 1er —
53 1 31% nepecaxeHHbIX JOHOPCKUX
porosun, Yepes 15 ner nocne onepa-
LMY IPO3PA4YHasd POrOBUIIA COXPAHU-
nace B 1 rpymie Ha 15 rnasax (46%), BO
2 —-Ha9 (22%).

MaxcuManbHBINA UK OCIOXHEHUN
OTMEYICA B CPOKU OT 3 10 10 mec. 110-
CJ1e XUPYPIUYECKOIO JIeYeHus. B paH-
HHUE CPOKH [TOCJIE OTIEPAIHH (0 6 MEC.
IOCJIE ONEPALIMN) OCHOBHOM IPUYH-
HOM IIOMYTHEHHS POTOBUIIBI OBUIN IH-
JIOTEINAIbHBIE OCJIOKHEHUS: OOJIE3HDb
TPAHCIUIAHTATa. B OTAAJIEHHBIE — BO
2 rpymnme — BTOPHUYHAs IJIAyKOMa, Ha-
omofgaeMast HAMU 'y 8 U3 25 MaIIMEHTOB
(32%), n HEOBACKYIAPHU3ALIAA POTOBH-
LBl — Y 7 TAIUEHTOB (28%).

Bricokast ocTpoTa 3peHus C KOp-
pexknueii 0,3 1 BhIlIE OTMEYEHA y T1a-
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Puc. 1. a3 peberka c All 1 Tuna: ueHTpanbHoe
NOMyTHeHWe pPoroBuLibl, Ha 4 1 8 yac. upuaoKop-
HeasbHble cpaLyeHns

Fig. 1. Eye of a child with PA 1 type: central
corneal opacification, at 4 and 8 hours irido-
corneal adhesions

Puc. 2. Al 2 Tuna: ueHTpanbHoe NOMYTHEHWE po-
roBWLbI, CPALLEHHOE C PAAYKKOI U XpyCTanuKoM

Fig. 2. PA 2 types: the central corneal opacification,
spliced with an iris and a lens

IIUEHTOB C MPO3PAYHBIMHU TPAHCIIIAH-
TaTaMHU B 1 rpymIie, OIEpUPOBAHHBIX B
paHHUE CPOKHU (O roja) C ABYCTOPOH-
Hel naronorueil. Bo 2 rpynne Habmro-
JIEHUS OCTPOTA 3PEHUS ObLIA HU3KOM.
TeM He MEHEE, OYCBU/IHBI OBUTH U3MeE-
HEHUS K JIY4IIEMYy B OBITOBOM U NPO-
CTPAHCTBEHHOM OpUEHTAIUU pebeH-
K4, B UX [IOBEJICHUU U PA3BUTHUU.

ITpu TUCTOJIOTHUYECKOM UCCIIENOBA-
HUM POTOBUYHBIX JIUCKOB BO BCEX CIIy-
4agx OOHAPYXKEH 3aAHUIN IICHTPAJIb-
HBIA JedekT porosuripl. OTCyTCTBHE
SHJIOTENUS, JIECIIEMETOBOM 000JI0Y-
KU, KaK IIPaBUJIO, B IIEHTPE POTOBU-
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Puc. 3. Ynbrpa3ssykosas 6uomMukpockonus (YBM)
npu Al 2 tuna. PoroBuua ytonweHa, cTpyKTypa
noBbiweHHOoN axonnoTtHoct 1100 MKH, upmao-
KOpHeaNbHbI KOHTAKT MPaKTUYeCKW Ha BCEM
NPOTAXEHWUW, B HUXXHEM OTAeNe BU3yanusmpyer-
cA Kamepa B BW/Je OrpaHMYeHHOro NpoCTpaHCTBa
1 mm. CTpyKTypa pajyKu NoBbILEHHO 3X0N0T-
HOCTW, HEOZHOPOAHA, BO3MOXHA C PMOPO3HBIM Ne-
pepoxaeHuem, rybxenexalume cpesbl He BU3ya-
NM3UpylTCA

Fig. 3. Ultrasound biomicroscopy (UBM) with PA
type 2. The cornea is thickened, the structure of
increased echo-density is 1100 micron, the irido-
corneal contact is almost all stretched, the camera
is visualized in the lower part as a limited space
of 1 mm. The structure of the iris increased echo
density, heterogeneous, possible with fibrous
degeneration, deep-lying environments are not
visualized

11BI ABJIAETCS KJIIOYEBBIM, ClIEIU(pUYe-
CKHM NIIPHU3HAKOM aHoMasuu IleTepca.
I'mcTonorndeckas KapTUHA HEHTPAIb-
HOTO JedeKTa 3aJHUX CI0EB POTOBU-
LBl Ie1aeT AUarHo3 Al 6€CCIIOPHBIM.

XapakTepHO, YTO NPHU AHOMAINU
Ilerepca B nepupeprIeCcKux, HE IO-
PaKEHHBIX OT/AENAX POTOBUIIBI H/O-
TEJINATbHBIA IIOKPOB ObIJI TPEJCTABIEH
TUIIAYHBIM MOHOCTIOEM IOJIUIOHAJIb-
HBIX KJIETOK, 4 JECLIEMETOBA MEMOPA-
Ha COXPAHAA CBOIO HOPMAIBHYIO TOJI-
IIMHY U CTPYKTYPHOCTD. B 1ieHTpasb-
HOM XK€ YaCTHU POT'OBUIIBI SHJOTE/INUI
U AEeCLEMETOBA MEMOPAHA BHE3ZAIHO
NIPEPHIBAIACH, O6PA3ya AeDEKT, IPHU-
KPBITBIN TUTMEHTUPOBAHHBIM JIINTE-

neM (puc. 4).

OBCYXAEHUE

ATl — 310 pesikast BpOK/ICHHAs ITATO-
sorus porosuiibl U ITOT'y gereit, B oc-
HOBE KOTOPOTI'O JIEKUT HAPYLIEHUE Pa3-
BUTUS POT'OBUIIBL U JPYTUX CTPYKTYP
IIEPEJHETO CETMEHTA I7134 BCJIEICTBUE
TE€HHOI abeppalinuy UiIn BHYTPUYTPOO-
HO IIEPEHECEHHOI'0 BocnaaeHus. Ilep-
BYIO TEOPHIO BBIIBUHYI A. Peters B 1906
r., BTOpy!lo — Van Hippel 10 rogamu nos-
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Puc. 4. CBeToBas MUKPOCKOMMUA POTrOBUYHOTO
avcka npu aHomanuu lMetepca. Okpacka rema-
TOKCUNMH-3031HOM. YB. x160. [P 0bycnoBneHo
4acTMyYHOII ee Aepmatu3auuent, rybokue caom
COXPaHAOT NNacTMHYaToe CTPOeHWe, B MPOeK-
uum MNP oTcyTeTBylOT AecleMeToBa 060/104Ka U
3HAOTENNI

Fig. 4. Light microscopy of the corneal disc with
Peters anomaly. Coloring hematoxylin-eosin.
Increase x160. Corneal opacity (CO) - due to
its partial dermatization, deep layers retain a
lamellar structure, in the projection of CO there
is no Descemet's membrane and endothelium

ke, Ctex nop — 3a 100 et — 6bU10 Ha-
KOIUIEHO JIOCTATOYHO JIAHHBIX, YTOOBI
HE TOJIBKO CYUTATH OO TEOPUU NPABO-
MOUYHBIMH, HO U IIPEJIIIOIATraTh B MEXa-
HU3MaX PA3BUTUA AHOMAINU IIepeHE-
IO OTPE3Ka V1432 BIUAHUE OOJIEE YEM
OIHOI'O BHYTPUYTPOOHOIO (pakropa.
Pa3nu4aoT Me30[JEpPMAIBHYIO U 3KTO-
JepMaAIbHYIO (POPMBI 326071€BaHMS (8,
9]. Me3onepmanbHas popma OOYCIOB-
JIEHA HEIOJIHBIM PACHIEIJIEHUEM Me-
30[€PMBI, CBA3AHHOU C LEHTPAILHON
30HO¥M POTOBMUIUBI U PAYKKU. XPyCTa-
JIMK TIPU 3TOHU (POpPME OCTAETCA NPO-
3PAaYHBIM U 3aHUMAET OOBIYHOE IIOJIO-
JKEHUE. DKTOJIEPMAIbHAA (POPMA SABJIS-
€TCs PE3YIBTATOM HENPABWIBHOTIO OT-
JIEJIEHUSI XPYCTATHUKOBOI'O Iy3bIPbKa
OT HOBEPXHOCTH 3KTOJEPMEBI, BCIIE]-
CTBHE YETO MOSABIISETCS JOTOJTHUTEIb-
HBIA CUMIITOM — KaTapaxra. s 31O
dopmel AIT XapaKTEPHO HE TOIBKO I10-
MYTHEHHE XPYCTATHKA, HO TAKXKE €TO
CMEIIEHUE KIIEPEAU C OOPA30BAHUEM
IUIOTHBIX CPAIEHUN XPYCTAINKA C H-
jJorenreM porosulisl. HacimenoBanue
ATl, KaK IPaBUJIO, IPOUCXOIUT IO Ay-
TOCOMHO-/IOMUHAHTHOMY IIyTH I€pe-
JJa4y, OJJHAKO OIMCAHBI CJIy4ad U ay-
TOCOMHO-PELIECCUBHOI'O  HACJIE[OBA-
Hus. HeKoTopble MalUeHThI C JAHHOMU
MIaTOJIOTUEN UMEIOT MYTAIIUU B T'€HE
PAX-6, KOTOPBIE, OJTHAKO, HE SIBJISTIOTCS
crienuduyueckumu A AIT [10, 11]. ATT
B 50-80% ci1yyaes ABIAETCA JBYCTOPOH-
Heu narosorue [10-13].

EAMHCTBEHHBIM CIIOCOO0OM JIEYEHUS
JAHHOU TsDKEJIOU IIATOJIOTUU ABJIAET-
cs1 CKIL. YIUTBIBAS TSKEJIBIN COYETAH-
HBIM XaPAKTEP MATOJIOTUHN U BEICOKYIO
4aCTOTY IVIAayKOMBI Ipu ATl neue6GHast
TAKTUKA 3aBUCUT OT COCTOSIHUS O(-
TaIbMOTOHYCA [20]. Ha mepsBom 3Tare
JIe4EHNU HEOOXOAUMO CBOEBPEMEHHOE
BBISIBJIEHUE ITIAYKOMBI U €€ XUPyprude-
CKoe yiedeHune. Y HaOMOAdeMBIX HAMHA
IMAIIIEHTOB UCIIOIb30BAHUE CUHYCTPA-
OEKYJIOKTOMUU IO3BOJIUIO [JOCTHYD
CTOMKOIO THUIOTEH3UBHOIO 3pdeK-
Ta B CPOKHU OT 5 MecC. 10 15 net. Hop-
MaJIM3ALUSA O(PTATBMOTOHYCA SBIISIET-
€A IOATOTOBKOM K CIEAYIOIEMY ITAITY
negyenusa — CKII.

B MupoBoIl nurepartype, aHaIU3u-
pyIOLIEH PEe3yIbTaThl XUPYPrUUECKO-
ro jeyenus All, TOny4eHHbIE JAHHbIC
3HAYUTEJIBHO OTINYAIOTCH Y PA3HBIX
aBTOPOB, OT 100% IMPO3pavHOro Npu-
JKABJICHUA TPAHCIUIAHTATA (21, 22] 1o
35-60% [23, 24] ycriexa. TAKKe HET eu-
HOTI'O MHEHHS O CPOKaX IPOBEACHUS
XUPYPTUYECKOTIO BMEIMATENBCTBA — OT
CaMBIX PAHHUX, B [IEPBLIE HEJIEIH I1O-
ciie poxaenus [4, 21], 1o 4-6 mec. [22-
24) Ku3Hu.

Hamr MHOIoJIETHUI OIIBIT IIOKA3bIBA -
€T, 4YTO NIPU OIPEZEICHHBIX YCIOBUAX
(’KECTKOM OTOOPE NAILUEHTOB K OIlePa-
LU, NI/ e MUKPOXUPYPIUYECKOM
TEXHUKE, TIIATEIBHOM ITOCIEOTIEPALIN-
OHHOM MOHMTOPHHIE COCTOSIHUA TJIa-
334, CBOEBPEMEHHOM JIEUEHUN OCJIOXK-
HEHUN) XUPyprudeckoe jedeHue All
MOJKET OBITh BIIOJIHE YCIIEIIHBIM, IIPHU-
4eM B paHHHUE ([0 I'0/la) CPOKU JKU3HU.

3AKNIOYEHUE

Kaxkot1 6b1 peikoIi He 6bUI1a BPOXKIEH-
Has [J1a3Has ITaTOJIOT U, TOSIBIEHHUE Ha
CBET HOBOPOXIEHHOIO pebeHka ¢ ITP
KK Pa3 BBI3BIBAET 0COHOE HECTIO-
KOHCTBO y MEIUIIMHCKOI'O IEPCOHA-
JId ¥ KOJIOCCAJIBHBIN CTPECC Y pOJUTE-
e, ETMHCTBEHHBIM CIIOCOOOM Jieye-
nus asnagerca CKII, conpspokeHHas Ha
TAKUX IJ1a33X C BBIPA)KECHHBIMU aHATO-
MUYECKUMH U3MEHEHUSIMU C BBICOKUM
pI/ICKOM paSBI/ITI/IH OHCpZ[LH/IOHHbIX nu
IIOCJIEONIEPAIMOHHBIX  OCJIOKHEHUI.
Tem He MeHee, KEPATOIUIACTUKU Y Jie-
TEN IPOBOJATCS U OYAYT IPOBOAUTHCS
Jlajbllle, HO He B CHJIy HAIIEeX CaMOHA-
JIETHHOCTH, 4 B OCO3HAHUH TOTO (PaK-
T4, 4TO 6€3 MOMBITKU XUPYPrUIECKON
PEKOHCTPYKLIMH HUKAKUX IPYI'UX IIAH-
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Anomanusa Ilemepca: KauHUKaA, OUAZHOCIUKA U PE3)YIbIMAMbL XUDYPUHECKO20 AeHeHs

COB Y 3THUX JIETEN HA BOCCTAHOBJICHUE
CKOJIBKO-HUOYAb IIPUEMIIEMOIO 3pe-
HUS HET U He Oyzer. I3MeHeHus I10-
CJIe OTIEPAIH K JIYYIIEMY — B IIOBE/IE-
HUM JICTCH, UX CIIOCOOHOCTHU K OOIIe-
HUIO, O6YIEHHIO — OYEBH/THBI 1AJKE TOT -
J1a, KOI/1a OCTPOTA 3PEHMSA COCTABIAET
BCEI'0 JIMIIb COTHIE. TAKas 11€J1b ONPAB-
JIBIBAET TIO6BIE CPE/ICTBA U YCHUIIHUAL.
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B KHWre oTpaeHbl MHTepecHble MOMEeHTbI U3 UCTOpPUU O(BTanbMOAOrMKU U 3HaYUMble
co6bITUA B KM3HU W AeATenbHocTH 6onee 500 odTanbMon0roB NpoLnbIX BEKOB, @ TaKxKe
KpaTKO COO0BLLEHO 0 3HAMEHUTBIX XYAOXKHUKaX, TMCaTeNsX, My3blKaHTaX, NoOANTUYECKUX
W TOCYAAPCTBEHHbIX AeATensX, MMeBLWKX Npobaembl co 3peHneM. Bo3MoxHo, 0 MHOTMX
3TWX MepcoHax 1 coBbITUAX B UX XU3HM YMTaTeny y3HatoT Bnepsble. KHura npeacraBut
WHTepec ANA NPaKTUKYyKLWMX Bpayei-opTanbMONOros, npenojasaTeneir, acnnpaHTos,
OPAMHATOPOB U CTYAEHTOB MeAULIMHCKNX BY30B.



