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Cenmeiinas skccydamuenas eumpeopemunonamus (COBP) — pedkoe nacaedcmeennoe 3a6oneeanue cemuamiu, OMAUAOUeecs
NOAUMOPDUIMOM KAUHUYECKUX NPOAGACHULL U pA3AUMHBIM npoeHo30M. Ocobyro mpyonocms npedcmaegasem duaenocmuka CIOBP npu
Mmanugecmayuu 6 pannem eospacme. Ileav pabomvr — anaiuz ocobennocmeil Kaunuveckux nposenrenuii CABP na nepsom 20dy ycusnu.
Mamepuaa u memoost. 1100 nabéarodenuem ¢ MHHIL] I'B um. Teavmeonvya c sneapsa 2012 e. no gespans 2020 e. naxodunoce 69 demeii ¢
CIOBP. Pezyavmamot. Y 15 (22 %) demeii (2 degouxu u 13 marvuukos) nepevie usmeHeHus co CMopoHbl 21a3 Oblau Gbisi6AeHbl Ha NePeoM
200y ncusHu. Bospacm Ha mMomeHm 00HAPYICEHUS NEPEbIX KAUHUHECKUX NPOAGACHUTI cOCMAasua om 00HoU Hedeau 0o § mec (Meduana —
4 mec). Ilpu smom 6 4 (15 %) enazax evisaeaena I cmadus 3abonesanus, 6 9 (33 %) — Il cmadus, 6 4 (15 %) — 111, 6 7 (26 %) — 1V,
6 3(11 %) — V. Bceeo msaxcenvie cayuau, acCoyuupo8anHwvle ¢ HU3KUM QYHKYUOHAAbHbIM npoeHo30M, TII—IV cmaduu, 6vis181eHbL Y NOA0GUHDL
nayuenmos (52 %), a Haubonee panHuii 6o3pacm ux obHapyceHus cocmasun 3 Hed. 3axarouenue. C yuemom msjicecmu U NOMeHYUANbHO
npoepeccupyroueeo xapakmepa 3atonsesanus ouaenocmuxa CIBP ua 1-m 200y scuznu mpebyem ycosepuleHCmeo8anus U 006020 6HUMA-
Hua. Pannioro ouaenocmuky 3ampyouaom HedocmamouHo U3y4eHHble SMU0A0SUYeCKUe U NamoeeHemu4eckue acnekmol 3a004e8anusl, 4mo
obycaagaugaem Heo0X00UMOCMb OaabHelue20 U3yHeHus Gakmopos, cnocoocmeyouux pazgumuio u npoepeccuposanuio COBP.

KuroyeBble ciioBa: ceMeiiHasi 9KCCyAaTUBHAS BUTPEOPETUHOMATHS; aBACKYJISIPHBIE 30HBI CETYATKM; CKJIAIKK CETUATKU; OTCIONKA
CETYaTKU; BUTPEOPETHHAIbHAS MaTOJIOTHS Y IeTeit

KondmkT nHTEpecoB: OTCYTCTBYET.

ITpo3pauHocTh (YUHAHCOBOI NEATENLHOCTH: AaBTOPHI HE UMEIOT (DMHAHCOBOI 3aMHTEPECOBAHHOCTH B MPEACTABIEHHBIX MaTepraiax
WY METOJIax.
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Familial exudative vitreoretinopathy (FEVR) is a rare hereditary retinal disease characterized by polymorphism of clinical mani-
festations and varied prognoses. Diagnosing FEVR is particularly difficult when it manifests itself at an early age. Purpose: to analyze the
clinical manifestations of FEVR in the first year of a child’s life. Material and methods. 69 children with FEVR were observed at the Helm-
holtz National Medical Research Center of Eye Diseases from January 2012 to February 2020. Results. 15 children (2 girls and 13 boys,
22 % of all those observed) showed ophthalmic changes in their first year. The age of the patients revealing the first clinical signs ranged from
1 week to 8 months (the median was 4 months). 4 eyes (15 %) were found to have stage I of the disease, 9 (33 %) — stage 11, 4 (15 %) — stage
111, 7 (26 %) — stage 1V, and 3 (11 %) — stage V. Stages 111 to V associated with bad functional prognosis were found in half of the cases
(52 %), the earliest symptoms were detected at the age of 3 weeks. Conclusions. While FEVR is a severe and potentially progressive disease,
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its diagnosis during the Ist year of life is important and requires improvement. Early diagnosis is complicated by the fact that the etiological
and pathogenetic aspects of the disease are underresearched, which makes it necessary to focus on studying the factors contributing to the

development and progression of FEVR.
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CeMeliHass dKcCcymaTUBHAS BUTPEOPETHUHOMATUS
(COBP) — penxoe HacieACTBEHHOE, MMPEUMYIIIECTBEHHO JIBYX-
CTOpPOHHEE TMporpeccupyollee 3a00JeBaHNEe, XapaKTePU3yIo-
1eecsi aHOMaJbHOW MJIM He3aBepIIeHHON BacKyJsipu3aiuei
CeTYaTKHu, OTJANYaoIIeecs MoIuMophU3MOM KIMHUIECKUX
TIPOSIBJICHUI, Pa3HBIMU CPOKAMU MaHU(PeCTALINHU U Pa3TUIHBIM
nporao3oM [1—6]. Hanbomee pacripocTpaHeHHOM SIBJISIETCS KJTac-
cupuxanuss COBP, mpeacraBrernnas B 1998 1. S. Pendergast n
M. Trese [7] u nononiHeHHast B 2011 1. T. Ranchod u coasr. [2].

COBP nepenaercs 1o ayrTocCOMHO-JIOMUHAHTHOMY, ayTO-
COMHO-PELECCUBHOMY U X-CLEIJIEHHOMY TUITY HaCJIeJOBAaHUS C
BapurabebHOM EHeTPAHTHOCTBIO, HO MOXET UMETh U CTIOpan-
yeckuii xapaktep [2]. McciaenoBaHHbBIE K HACTOSIIIIEMY BpEMEHU
HapyIlIeHUsT HYKJIEOTUIHOU mociefoBaTeIbHOCTH (BTeHax NDP,
FZD4, LRP5, TSPANI12, ZNF408, KIF11, ATOH7, RCBTBI,
CTNNBI) obbsicHSIOT UIb 38,7—43 % ciydaeB pa3BUTHUS 3a-
6osieBanus [8—10].

ITo maHHBIM JUTEpaTypHl, TOJBKO 8—11 % mMalnueHTOB
MpU 00pallleHUN UMEIOT OTSTOIIEHHBIN CEeMEHbIT aHaMHEe3 Y
POICTBEHHUKOB TePBOM JIMHUM, a U3BMEHEHUS Ha IJIA3HOM JTHE
B BUIIE aBACKYJISIPHBIX 30H (A3), COCYAUCTBIX UBMEHEHUH U JT-
Ke/Ka Ha mepudepun ceTyaTKu MHOTIa 0OHAPYKMBAIOT TOJIBKO
pu (ayopecueHTHON aHruorpaduu [6]. Takum obpaszom,
CeMElHbII aHAMHE3 UTPAET JUIIb TOMOJIHUTEIbHYIO POJIb B MO-
CTaHOBKE JIMAarHO3a.

ITepsbie cumntomMbl COBP MOTYT BBISIBISITHCSI OT MOMEHTA
POXIEHUS 0 B3POCJIOTO COCTOSIHUS, KoTna A3 oOHapyKUBalOT
JINIIb TIPU TIIATEJIbHOM OCMOTPE POACTBEHHUKOB IMallMeHTa C
COBP.

ITpornoz COBP Bo MHOTOM 3aBHUCUT OT CBOEBPEMEHHO-
CTU IVMArHOCTUKU U CPOKOB MaHMdecTanuu 3abosieBaHus [8].
ITo maHHBIM TUTEPaTYPHI, TAIIMEHTHI C paHHEe! MaHUbecTauei
UMEIOT OoJIee TSXKEeJbIi TTPOTHO3, B TO BPeMsI KaK IMPU OTCYTCTBUU
nporpeccupoBanus 10 20 jreT 3a00J1eBaHNe B TaIbHEUIIIEM YaCTO
ocraetcst cTabwibHbIM [11]. B HacTosiiee Bpemst paBUIbHBIH
IMAaTHO3 cpa3y cTaBUTCS JUIb 14—28 % maimeHTOB, OoJiee
YyeM B MoJIOBUHE ciiydyaeB — B [V—V craguu u TOJIBKO y TpeTu
nanueHToB — B [—II, kak mpaBwio, npu obOcaegoBaHUN YJie-
HOB CEMbM MAILIMEHTOB C YCTAHOBJAEHHBIM AuarHo3om [2, 12].
HauGomb11yto TpyaHOCTb U aKTYaJTbHOCTb TTPEICTABIISIET AMATHO-
cruka COBP B rpynHOM 1 paHHEM Bo3pacTe, KOTja BO3HUKAeT
Heo0XonUMOCTh TuddepeHInaTbHON TMarHOCTUKH C IITUPOKUM
CITeKTPOM 3a00JIeBaHUI1 (PETUHOTATHSI HEOHOIIIEHHBIX, 00JIe3Hb
Hoppwu, 6one3ns Koatca, ucxon BHyTpuyTpoOHOIN MHGDEKIINH,
XOPUOPETUHUT, peTUHOOIacTOMA U IIp. ).

I EJIb niccenoBaHms — aHAIN3 0COOEHHOCTE KITMHITIECKITX
nposieiienuit COBP ripu ManudecTaim Ha mepBOM TOy KU3HMU.

MATEPUAJI 1 METO/IbI

ITon na6monenuem B HMUII I'b um. I'enpMrosbna ¢ siH-
Baps 2012 r. o despaiib 2020 r. Haxoamnaoch 69 neteit ¢ COBP,
y 15 (22 %) u3 Hux (2 neBOYKM U 13 MaJllbUYUKOB) MEPBBIE

W3MEHEHHUSI CO CTOPOHBI I1a3 ObLIM BBISIBJIEHBI Ha TTIEPBOM
TOJTY XKU3HMU.

Bcewm manmeHTaM mpoBOIMIIOCH CTaHIAPTHOE O(PTAIBMO-
Jlornyeckoe odcenoBaHue (BU30METPHS, aBTOpepakTOMETPUsI,
TOHOMETPUSI, OMOMUKPOCKOTIHSI, OPTATEMOCKOTINS ), B TOM YUCIIE
OCMOTp TJIA3HOTO THA C TTOMOIIbIO TPEX3ePKaTbHOM JIMH3BI U
RetCam mom Hapko30M, a TakKKe YIbTPa3BYKOBOE MCCIIEIO-
BaHue. [ecars (67 %) malMeHTOB HAOMIOAAINCH B JMHAMUKE
ot 2 10 11 pa3 B cpoku oT 2 Mec 10 5 JieT.

Huarno3 COBP 6bL1 mocTaBieH Ha OCHOBAaHUMU Xapak-
TEPHOU KIMHUYECKOU KapTuHbI [1—5, 11], y4uThIBaINCh TAKXKE
JIaHHbIE MPEIIIECTBYIONINX O(PTATBMOJIOTMYECKUX OCMOTPOB U
CEeMEWHBIN aHAMHE3.

PE3VIJIBTATBI

TTpranHamMuy oGpallieHUsT POANTENEH K Bpauy ObLTN: HU3KAast
OCTpOTa 3peHUST — XKaJI0ObI POAUTEIIC Ha OTCYTCTBHUE (DUKCALTUK
B30pa M CJIeKeHUST 32 UTPYIIKOI (3 yenmoBeka, 20 %), MOCTOSTHHOE
WM HETIOCTOSTHHOE KOocoria3ue u/min Huctarm (5, 33,3 %), us-
MeHeHue LBeTa 3pauka (2, 13,3 %), nuuib y 5 (33,3 %) nereii uz-
MEHEHMSI Ha IJTa3HOM JTHE OOHAPYKEHBI ITPHY MPOMUIAKTUIECKOM
0oCcMOTpe 0(TaTbMOJIOTOM TT0 MECTY JKUTEJIbCTBA (Y OMHOTO —
¢ otaromieHHBIM 1o CHOBP cemeliHBIM aHAMHE30M).

BoNBIIMHCTBO MAIMEHTOB UME HEOTSTOIEHHBIN aKy-
IIePCKUH 1 TepUHATATLHBIN aHAMHE3 ¥ He UMEJT COMaTUIeCKOM
matosioruu, Toabko y 3 (20 %) u3 15 paHee ObuTa BBISBICHA
XapakTepHas KiimHudecKas Kaptuia COBP y poncTBeHHUKOB.

JIBa pebeHKa pOOMINCH paHbIlle CpoKa, Ha 34—35-i1 Henene
recraunu ¢ Maccoi tema 1900 u 2500 r, ogHaKO KIMHUYECKas
KapTHHa B 000UX CJIydasX He COOTBETCTBOBAJIA PETHMHOIATUU
HEJIOHOIIIEHHBIX KaK IT0 XapaKTepy HapyIIeHU, TaK 1 1O JUHA-
MUKe 3a60J1eBaHus. Tpoe manueHToB HabIoIaIiCh Y HEeBpoJiora
C TUTIEPTEH3UBHO-TUIPOIIe(aTbHBIM CUHIPOMOM.

TMepBUYHO MALIMEHTHI OBIJIM OCMOTPEHBI B BO3pacTe OT
omHoil Hemenu 10 8 Mec, onHako COBP mo mecTy XuteiabcTBa
ObLTa 3amomo3peHa ToJabko B 2 (15 %) ciaydasx, y omHOTO U3
MMalIMEHTOB — B CBSI3M C OTSTOIICHHBIM CEMEIHBIM aHAMHE30M.
Haubonee yacTeiMu AMArHO3aMU, ¢ KOTOPBIMU MTAITUEHTOB Ha-
nipaBisin B LleHTp, ObLUTHA: XOPUOPETUHUT — 5 TTALIMeHTOB, TIep-
BUYHOE TIEPCUCTUPYIOIEe TUTIePIIAaCTUUECKOe CTECKIOBUIHOE
teno (IITIICT) — 3 manmeHTa, OTC/IOMKA CETYATKU HESICHOTO
reHe3a, peTMHOMATHsI HeOHOIIIEHHBIX, 00sie3Hb KoaTtca, remod-
TaJbM, KOCOTJIa3ue — IO OMHOMY CJTyJalo.

KnuHndeckue posiBIeHNS 110 CTaAMSIM Ha MOMEHT TIepBO-
ro obpameHus K opTaabMOJ0ry (BbISIBIeHUS 3a00JIeBaHUS)
TIpeICcTaBICHBI B TaOJIUIIE.

B 6oabmmHcTBe cayuaes (y 11 (73 %) u3 15 nauneHTOB)
COBP Hocua acMMMETPUYHBIN XapakTep, B TOM 4ucie ObLIa
onHocTopoHHel y 3 (20 %) neteii.

A3 Ha nepudepun ceT4aTKM ¢ OOPHIBOM COCYIOB, aTH-
IMUYHBIM BETBJIEHUEM (110 TUIY «IETOK», IITOIIOPOOOpasHoe
M3BUTHE) U COCYIMCTHIMU apKaJlaM1, XapaKTepHble 11 | ctanum
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Taomuna. Kiimanyeckue TIPOSABJIICHUS CceMeHOM 3KCCy)IaTHBHOI71 BUTPCOPETUHOIMIATUN HA MOMEHT MaHI/I(beCTaLII/II/I y neTeii ¢ 1e6roToM

3a00JIeBaHMS HA TICPBOM IOy KM3HU

Table. Clinical features of familial exudative vitreoretinopathy when it manifests in the first year of life

IMammeHt Bo3spacT Ha MOMEHT ITIepBOTO Crannst Ha MOMEHT TIepBOT0 OOpaIleHUsI Bo3spact Ha MOMeHT oOpatieHus B LieHTp
Patient obOpaleHus K opTaaTbMoIIory K oraigbmosiory Age at first visit to Center
Age at first visit to ophthalmologist Stage at first visit to a ophthalmologist
JIyYIIWH 1133 MapHBIN 7143
best eye fellow eye
1* 5 mec 3m0poB IVB 10 mec
5 months 10 months
2 5 mec 3n0poB IVB 8 mec
5 months 8 months
3 4 mec 310poB IVB 7 Mec
4 months 7 months
4 2 mec 1 11B 2 mec
2 months 2 months
5 6 mec | 1A 4 rona
6 months 4 years
6 4 mec 1 I11A 12 mec
4 months 12 months
7* 1 Hen 1 1HA 11 et
1 week 11 years
8 2 mec 1A 1A 5 mec
2 months 5 months
9 3 Hen A 1A 1 mec 3 Hex
3 weeks 1 months 3 weeks
10* 8 mec 1A A% 9 mec
8 months 9 months
11 3 mec 11B 11IB 14 mec
3 months 14 months
12 2 Mec 11IB IVA 11 mec
2 months 11 months
13 3 mec 11IB \'% 11 mec
3 months 11 months
14 1 mec 111B IVB 6 mec
1 months 6 months
15 3 Hen IVB \Y 2 mec
3 weeks 2 months

IIpumeyanue. * — MALMEHTHI C OTSITOLICHHBIM CEMEITHBIM aHAMHE30M.
Note. * — patients with burdened family history (relatives of these patients have vitreoretinopathy).

COBP, Obl11 BbISIBICHBI Y 4 TOHOIIIEHHBIX JIETEl B BO3pacTe OT
OHOM Heaenu 10 6 Mec Ha ogHOM u3 a3 (15 %). A3 pacniona-
rajach B 2 TJ1a3ax B BepXHe-Hapy>KHOM, B OTHOM — B HApY>KHOM
oT/esiax, ee KUPUHA He MpeBbIlaia OJHOrO AuaMeTpa JucKa

(41). B onHoM a3y HabJtoaanach npo-
TSKEHHasI (110 BCe BUCOYHOM MOJIOBUHE)
A3 mupe 2 /1. JInarno3 CHOBP 0w
MOCTaBJIEH HA OCHOBAaHUM XapaKTePHOIL
KJIMHUYECKOW KapTUHBI OoJiee TSKeaok
cranuu (ITA—IITA) B mapHOM riasy,
B 2 cllyyasiX, KpoMe TOTro, YYUThIBAJICS
OTSATOIIEHHBIN CEMEWHBIN aHAMHE3.
Cranus I1, xapaktepusyoinascs
HajimureMm A3 ¢ peTUHAJIbHOW HEOBACKY-
sisipusanueit 6e3 skceynauuu (11A) wim ¢
skccynanueii (I11B), Obuta oOHapyxeHa y
7 mauyeHTOB B BO3pacTe OT OJHOW HelleIn
1o 6 Mec B9 (33 %) mrazax. B 5 rmazax ¢
MoyTu KpyroBeimMu A3 mmpuHoii 1—-2 J1/1
HaOJII01aIMCh MHOXECTBEHHbBIE COCY-
NUCTble MaibopMalMuu: pacliupeHue
AHOMAaJIbHBIX KOHIIEBBIX COCYIOB U CO-
CYIUCTBIX apKaj, (hOpMUPOBAHUE MUKPO-
AHEBPU3M M HOBOOOPA30BAHHbIX COCY/IOB.
B naByx razax no rpanuiie A3 HaGona-
JIUCh 0YArOBbIE OTIIOXKEHUS TBEPIOTO DKC-
cynata (cragus [IB), mpu aToM B ogHOM

Puc. 1. MNpasbii rnas naumeHta Ne 11, 1 rog
2 mec, lIB-ctagna COBP: natonornyecku

N3BUTbIE, COCYONCTbIE «LWEeTKN», OTJIOXEHUA
TBEPOOro aKccyaarta, aBackynspHas 30Ha,
6/10KMpOBaHHasg nasepkoarynstaMmu, B Ha-
py)KHOI7I MONIOBUNHE CeTHaTKN

Fig. 1. Original fundus picture of right eye
of patient #11, age 1 year 2 months, FEVR
stage IIB: pathologically twisted vessels,
vascular “brushes”, deposits of solid exudates,
avascular zone with laser coagulants at outer
half of the retina

m1a3y A3 pacrosarajiach B BepXHeil IOJIOBUHE CETYATKM U ObLIa
V3KOIi, a B IPYIrOM B HApy>KHOU MOJIOBUHE W ObLIa IIUPOKOM
(puc. 1). B 2 rna3ax BbISIBJIEH 3MTMPETUHAIbHbBIN (hUOPO3 BIOJb
mmpokux (6osee 2 JIJ1) A3 B HapyXHOIi TToJIOBUHE (puC. 2).

Puc. 2. MNpaebiii rma3 naupeHTta Ne 8, 5 mec,
lIA-cTagust COBP: aBackynsipHas 3oHa, 6510ku-
poBaHHas KPYynHbIMU MUTMEHTUPOBAHHBLIMU U
MEJIKMMU CBET/IbIMU JIa3epKoarynstamu, y4acT-
KV annpeTuHanbHoro dbrubposa mexay nasepko-
arynsatamMu, U3BUTbIE COCY bl Ha rpaHuLe ¢ A3

Fig. 2. Original fundus picture of right eye of
patient # 8, age 5 months, FEVR stage IlA:
avascular zone with large pigmented and small
light-colored laser coagulants, areas of epireti-
nal fibrosis between laser coagulates, tortuous
vessels on the border with the avascular zone
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B ogHoOM r1azy TeueHue mpoiiecca OCIOXKHUIOCH Mpepe-
TUHAJIbHBIM KPOBOUZIUSIHUEM M YaCTUYHBIM reModTaibMOM B
Bo3pacte 11 mec.

Cranus 111, xapakTepusyolasics, Hapsiiy ¢ BbILIEepe-
YUCJIEHHBIMU U3MEHEHUSIMU, (POPMUPOBAHUEM JIOKATbHOM
OTCJIOMKM CETYaTKM, HE 3aTparuBaolleil MaKyJspHYIO 30HY,
BbisiBJIcHa B4 (15 %) ri1a3ax 4 manueHToB B Bo3pacte 11 — 14 mec.
B 3 cayuasix cpopMUpoOBaIuCh CKIAAKKM CETYATKHU C TPAKLIMOH-
Hoi1 nedopmanueii JISH v BUCOYHOI reTepOTONUeii MaKyJibl.
B onHoMm rnasy HabGromanach IOKCTananuuisspHas oTCloiKa
ceTyaTku rutoanwio 1 /1 v okanbHast OTCI0MKA C OTIOXKEHUEM
JKEJITOBATOro 3KccyAaTa M (QopMUpPOBAaHUEM MaCCUBHOM (DrOpO3-
HOI1 TKaHU y TpaHuLbl A3 Ha nnepudepun. MakyJjsipHasi 30Ha B
9TOM IJ1a3y OblIa TPAaKLIMOHHO Ae(hOpMUpPOBaHa, HO Mpuiexana
(puc. 3, A, B). B npyrom ciydyae ckjiaaka ceT4aTKU € OTIOXe-
HUEM MUTMEHTa Y IpaHUIL TSHYJAaCch OT AUCKA 3PUTEJbHOTO
HepBa (JI3H) mo xoay HUXXHE-BUCOYHOIO COCYAMCTOrO MyyKa,
3aKaHUMBAsICh Ha nepudepun Ha rpaHulie ¢ A3. B TpetbeM —
HeOoJbIIas CKIaaKa CeTYaTKU C OTJIOXEHUEM TBEPAOIO JKC-
cylara y OCHOBaHMSI cchopMUpOBajach B HAPY>KHOM OTIese, B
4yeTBepTOM — Ha nepudepun HabIoaaIach KPyroBasi OTcI0iKa
ceTyaTKU. Y BceX NallMeHTOB Ha Iepudepurt 00Hapy>KEeHbI TOUYTU
Kkpyrobie A3 mmpuHoii 1 1] ¢ eTMHUYHBIMU «aKTUBHBIMUW» CO-
CyJaMU Ha TpaHulIe.

B 7 (26 %) rnasax 6 mamueHTOB B Bo3pacte 2 — 10 mec
(MeauaHa — 7 Mec) oOHapyKeHbl UBMEHEHUSI, XapaKTEePHbIE
st IV craguu COBP: orcioiika/ckiiagka ceTdyaTKu, BKJIIOYA-
fomiast Makyiny. B 4 rimazax HaOGronajach CKilajka CeT4aTKHU C
cocygaMu, Uayilasi oT TpaKILMOHHO AedopmupoBaHHoro [13H
yepes MakyJsipHy1o 30HY (puc. 4), B 2 — mepexofsiinasi B Jo-
KaJbHYI0 OTCJIONKY B BUCOUYHOM oT/eie. B 3 raszax cpopmupo-
Bajlach OTCJIOMKA CEeTYaTKM C BOBJICUEHUEM MaKYJISIpHOM 30HBI.
ABacKyJISIpHbIC 30HbI ONPEIE/ISIUCh B 5 m1a3ax (B 2 u3-3a OT-
CJIOMKY CeTYaTKU He BU3YyaJu3UpPOBAIUCh), U3 HUX B 2 — MPO-
TSDKEHHBIE (pacipocTpaHsiBIIecs 6oJiee ueM Ha 180° B BUCOUHOI
oJI0BUHE) U Inpokue. B 2 rnazax y3kue A3 0OGHApyKEHbI TOJIbKO
B Hapy>XHOM, B OTHOM — B BE€pXHeM oTaesie. MHOXeCTBEeHHbIE
COCYIUCTbIe MaTbthopMaliuM BAOIb A3 U e ITMHUYHBIE HA CpeTHEel
nepurdepun B BACOYHOM OT/eIIe (B 30HAX 9KCCYAallMK) HaOJII0-
JATUCh B 3 ry1azax.

CyOpeTHHalbHbIe U MHTpPapeTUHAJIbHbIE OTJIOXEHUS
TBEPIOTo IKCCylaTa oTMedaauch B 6 rmasax (cragus IVB): B
2 (c npoTsikeHHOM A3) — B BUjIe OOLIMPHBIX MOJICi, 3aHUMAaBIIIX

BCIO HApY>KHYIO MOJIOBUHY IJIA3HOTO THA U PACTIPOCTPAHSIBLLIMXCS
Ha nepudepun BO BHYTPEHHUH OTIe), B 4 — B BUJE OYaroBbIX
OTJIOKEHM I Ha rpaHulie A3 U Y OCHOBAHMSI CKJIaIKU CETYATKHU.

DnupeTuHaJbHble MEMOpPaHbl, pacpoCTpaHsIoIecs
OT LIEHTPA K HAPY>XHOM, BEPXHE- WJIM HUXHE-HAPYKHOU Ie-
pudepun, odHapyXeHbI B 5 m1a3ax, NpepeTUHaIbHbIe TUICHKU
Ha IpaHulIe C aBaCKyJIpHON ceTyaTKoii — B 4. B ogHOM a3y
B Hapy>KHOM OTJejie BAoJb A3 Hab01aIcs pacipoCTpaHeH-
HBII 3MUPETUHAILHBINA (GUOPO3, MIPOHU3AHHBII HOBOOOPa30-
BaHHBIMU M3BUTBIMU COCYIAMU C COCYAMCTBIMU KIYOOUKAMMU
Ha MOBEPXHOCTH.

OT/I0KeHe MUTMEHTa OTMeYaloch B 4 Tia3zax Ha Mepu-
(bepuu, B o1HOM — MO BCeMy IJTIa3HOMY IHY, B 2 — B BUJIE MUT-
MEHTHOM JIMHUM CaMOOTIPAaHUYEHUSI OTCIOEHHON CEeTYaTKH.
B 2 rnazax Ha rpaHuiie ¢ A3 0OHapyKeHbI CIMBHbIC XOPUOPETH -
HaJIbHbIE aTpouyecKre oyaru.

Cranusi V — TOTajbHas OTCIO0MKA CETYATKU C OOILIMPHBIM
OTJIOXKEHUEM CYyOpeTMHaJIbLHOTO 2KCcyaaTa U MHOXKECTBEH-
HBIMU COCYAMCTBIMU MalibhopMalMsIMU — OblJ1a BBISIBJIEHA
B 3 (11 %) rnasax 3 nereii B Bo3pacte 4, 10 u 11 mec.

Takum obpa3zom, yxKe Ha MEPBOM TOAY KMU3HU MPOSIBIE-
Huss COBP xapakTepn30BaiUCh BbICOKOI BapuabeIbHOCThIO:
ot I 1o V ctanuu, pa3iMuyHbIMU KIMHUYECKUMU MPOSIBIEHUSIMU
Jaxe B Mpeaesax OAHOM CTaauu.

OBCYXJIEHUE

B nuteparype uMeroTcsi HEMHOTOUMCIEHHbIE OMMCAHMS
cinygaeB COBP ¢ panHeit Manudecranueii [6, 13—16]. [To Hatmm
JIaHHBIM, 13 69 nmamueHToB ¢ COBP y 15 (22 %) nebrot 3a6oie-
BaHUs MPOM30LIE] Ha IEPBOM Trofy ku3HU. [Ipu 9TOM KIMHU-
yecKasi KapTuHa 3a0oJieBaHMs ObUla OUYeHb MOJIUMOP(HOI, UTO
xapakrtepHo ist COBP [2, 3, 8]. CiieayeT mom4epKHYTh, YTO YXKe
BaTOM Bo3pacte y 10 (67 %) nmeteii B 14 (52 %) ri1a3ax BbIsIBJICHA
III-V cranus 3a6oneBaHus. 3 HUX y 3 MalMEHTOB TSIKEJIbIC
cTaanu 3a00J1eBaHUSI BbISIBJIEHBI B OOOMX IJ1a3aX B EPBbIN MECSILL
JKU3HU, UYTO CBUIETEIBCTBYET O BaXKHOCTU PAaHHE TMarHOCTUKHU.

JABycTOpOHHEe MopaxeHue Habaaaloch HAMU
y 12 (80 %) neteii, mpuyeM y GoTbIIMHCTBA (9 Yell.) U3BMEHEHMS
OB ACUMMETPUYHbIE, YTO COOTBETCTBYET JAHHBIM JIUTEPATYPhI
[2-3,6,12,17].

TTpuYMHBI OTHOCTOPOHHET0/AaCUMMETPUUYHOIO TOpa-
JKEHUS M Pa3HOro TeuyeHusl 3a00JeBaHUsl 10 CUX MOpP HE U3-
yueHbl. Bo3aMOXHBIMU (pakTOpaMM SIBJISIIOTCSI TeHEeTUUecKast

Puc. 3. Mpasbiirnaz naupeHtaNe 12, 11 mec, llIB-ctagns C3BP. A — TpakunoHHas aedopmanms
[3H, nokanbHas lokcTananuispHas 0TC/Iolika CeTYaTKM C BUCOYHO CTOPOHbI, BUCOYHas reTe-
poTonus Makynbl. b — TpakumoHHas aedopmMaLms 1 BUCOHHAs reTepoTONus MaKkyJibl, JokasbHas
OTCloliKa ceTyaTKn Ha BUCOYHOM nepudepunin ¢ cybpeTrHasbHbIM 3KCCYAATOM, 3KCTpapeTuHab-

Has Gnbpo3Hasa TKaHb BAOJb rpaHuLbl A3

Fig. 3. Original fundus picture of right eye of patient #12, age 11 months, FEVR stage IlIB. A —
tractional deformation of the optic disc, local juxtapapillary retinal detachment from the temporal
side, temporal macular heterotopy. B — tractional deformation and temporal heterotopy of
macular zone, local retinal detachment with deposits of solid exudate and epiretinal fibrosis from

the temporal side

Puc. 4. JleBblii ras naumeHTa Ne 12, 11 mec,
IVA-cTagns C3OBP: cknagka ceTyaTku ¢ cocy-
namu, nayuwas ot 13H k BucoyHom nepudepuu,
KpensiLascs K 3aHel karncyne xpycraavka Ha
nepudepun, oTrpaHNYeHHas asepkoarynsaTamm
Fig. 4. Original fundus picture of left eye of
patient #12, age 11 months, FEVR stage IVA: retinal
fold from the optic disc to the temporal retina, at-
tached to the posterior capsule of the lens on the
periphery, laser coagulants on the border of the fold
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BapuabenbHocTh COBP 1 HeommHakoBast 9KCIIPeCcCHs TeHOB
B MapHbIX I1a3ax [17]. OnHako, yuuThIBasi ONMMMCAHHOE B JIMTE-
patype MHOroodpasue KimHudeckux rnposipieHuiit COBP npu
OIMHAKOBBIX TEHETUYECKUX U3MEHEHUX [6, 18], MOXHO mpes-
MOJIOXKUTh, YTO UMEIOTCSI U MHBIE (haKTOPBI, BIUSIONINE HA CPOK
MaHu@ecTalu U XapakTep TeYeHuUs 3a001eBaHUsI.

AuddepeHnaabHy0 IMarHOCTUKY C pETUHOIATUEIH He10-
HOIIIEHHBIX CJIeIyET TPOBOAUTD, OCHOBBIBASICH HA TEPUHATAILHOM
aHaMHe3e U XapaKTepHOM T€UeHUHU Mpoliecca Mpyu PETUHONATUKN
HeJloHOoLIeHHbIX. OIHAKO HeJb3sl UcKiIodaTh pa3sutus CHOBP
Uy HeIOHOIIIeHHbIX AeTelt [2, 17—19]. Ha nmepBoM roay >Ku3Hu
COBP Ttakxe Heobxonumo auddepeHIUpoBaTh ¢ TAKUMU 3a-
OosieBaHMsIMU, KaK 00s1e3Hb Hoppu, 6ose3us Koatca, cuHapom
TIII'CT, ucxon BHyTpuyTpoOHOI nHGpekuuu. [Ipu 3ToM Hamo
MOMHUTb, YTO, HECMOTPSI Ha TMOJUMOP(DPU3M KIMHUUYECKUX
MpOosBJICHUI, 1aBHast ocobeHHOCTh COBP — Hanumuue A3 Ha
nepudepuu CeTIaTKu y JOHOIIEHHOTO, COMaTUUECKU 310POBOTO
pebGeHKa B OTHOM M/ 000MX I1a3ax, Kak IMpaBuio, B COYETAaHUU
C BUTPEOPETUHAIBHOM TpaKLIMEN, PETUHAIbHOM HEOBACKYJISIPU-
3allMeil u cyOpeTUHaIbHOM 2Kccymalyeil pa3inyHoi CTerneHu
BBIPaKEHHOCTH.

ITo mecty xxutenbctBa COBP Obl1a 3anom03peHa JIUIIb B 2
(13 %) cinydasix, oCTaabHBIM ObLT IOCTABJICH OIIMOOYHBIN AUAr-
HO3: XopropeTuHUT, cuHapoM [ITITCT, orcioiika ceTuaTKy He-
SICHOTO TeHe3a, peTHHOIaTHsI HeTOHOIIEHHBIX, 00J1e3Hb Koarca,
remModTalibM, Kocoriazue. DTO yKa3blBaeT Ha HEOOXOAMMOCTD
TIIATEbHOU O(TATBbMOCKOIIMU I€Teil MePBOro rojaa KM3HU B
JIeKpETUPOBaHHbIE CPOoKM TTpodocmotpa — B 1 1 12 Mec u nipu
BBISIBJIEHVUY U3MEHEHH I COCY/I0B CETYATKU — MPOBEIECHMSI TIlA-
TeJIbHOM Aud depeHIMaTIbHON TMarHOCTUKU.

I'pyOble oIMOKM B MOCTAaHOBKE AMAarHo3a, BO3MOXHO,
BO3HMKAIOT B Pe3yJibTaTeé HEJOCTATOUYHO OCBEAOMJIEHHOCTU
Bpaueil o KnuHuueckux rnposisieHusx COBP y nereit paHHero
BospacTta. CyliecTBeHHOE 3HaUeHWe 151 MPaBUIbHOM TMarHO-
CTMKU UMEET OCMOTpP pOAuUTEscii U OpaTheB/cecTep pebeHKa ¢
nopo3peHreM Ha COBP (BoissBieHue A3 1 Apyrux U3BMEHEHUI
Ha nepudepun ceTyaTku, xapakrepHbix mist COBP), a takke
JIaHHbIe aHaMHe3a 0 HAJIMYMU Y POJICTBEHHUKOB 3200/ BaHU i
CeTYaTKM B IETCKOM U MoJiogoM Bo3pacte [5]. 1o maHHBIM
Z. Wang u coaBrt. [12], mpu ocMOTpe POJACTBEHHUKOB MallMeH-
ToB ¢ COBP y 59 (66 %) 13 89 oGHapyXeHbI aTOJIOIrMYECKUE
nsMeHeHus. 3aboneBanue B craauu I unum 11 6bu10 AMAarHoCcTH-
poBano y 31 (52,5 %) uneHa cembu u craguu 111, IV i V —
y 28 (47,4 %) uenosex.

SAKJIIOYEHUE

Kaununueckue nposinenust COBP npu manudecranmm Ha
MEePBOM IOy XKM3HU 3HAYUTEJbHO BAPbUPYIOT: OT y3KUX aBACKY-
JISIPHBIX 30H Ha nepudepru ceTyaTKu 10 ee TOTATIbHOM OTCI0M -
Ku. B mosioBuHe ciyyaeB yxe B 3TOM BO3pacTe HabJII01aloTCs
IHI-IV cranguu ¢ HU3KUM PYHKIMOHATBHBIM TPOTHO30M. [1po-
IPeCcCUpYIOLINii XapakTep MaToJOrUU U YaCTO aCUHXPOHHOE BO-
BJIeYeHHUE 00OUX IJ1a3 00YCIaBIMBaIOT HEOOXOAMMOCTh paHHE
JNIUATHOCTUKU U PETYJISIPHOTO AMHAMUYECKOTo HaOII0IeHUS B
TeueHue Bceil )KM3HU naureHTa. BapuabeabHOCTb KITMHUYECKUX
MPOSIBIEHUI MOXET ObITh CBSI3aHA C FTeHETUUECKOI HEOTHOPO/I-
HOCTBIO U PA3JIMYHBIMU MEXaHU3MaMU peain3aliuy reHeThye-

CcKMX HapyleHuil. Heobxonumo panbHeiilee usyyeHue hak-
TOpOB, Biusolux Ha TeueHrue COBP, mig nporHo3upoBaHust
pa3BUTHS TIpoliecca U MPOMUIAKTUKY OCTOXHEHUIA.
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