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AHaToMuyecKkue M (pyHKLMOHaNbHDbIE pe3ynbTaThl Shocktor
XUPYPruyecKoro ie4eHUss CeMeMHOU IKCCyAaTUBHOM
BUTpPEOpeTUHONATUMN Y AeTeu

E.B. lenncosa, E.A. l'epacbkuHa, J1.A. Katapruna, H.A. Ocunosa

HMWLL rnasHbix 6onesHen uM. FenbMrofbua, MockBa, Poccuiickas ®epepaums

AHHOTALUNA

CeMeiHas aKccypatuBHas ButpeopetuHonatua (CIBP) — peakoe HacneacTBeHHoe 3abonieBaHWe, XapaKTepuayloLleecs
aHOMarbHbIM aHTMOreHe30M, HalMYMeM aBacKyNAPHBIX 30H HA Nepudepun ceTHaTKu M BapuabenbHbIMU KIMHUYECKUMU NPO-
ABNEHMAMU: 0T BECCMMNTOMHOO TEYEHUS A0 Pa3BUTUS ToTanbHO oTconky cetdatku (OC). Xupyprdeckue BMeLLaTenbCTBa
NpOBOAAT NS YCTPAHEHWUA BUTPEOPETUHANBHBIX TPAKLMA, INMpeTUHaNbHbIX MeMbpaH 1 OC. OpHaKo uccnefoBaHUs pesysib-
TaToB ONEPaTMBHOrO NieyeHns nauneHToB ¢ CIBP HeMHOrouMcneHHbl M HeOHO3HAYHBI.

Lleste. AHanu3 pe3ynbTaToB XMPYPrUYECKOro JIEYEHWS! pasHbIX CTafui CEMEWHOM 3KCCYAaTUBHOW BUTPEOPETUHONATUM
y LeTeil.

Mamepuan u memodel. C anBapa 2012 no oktabpb 2021 r. B HMUL, rnasHbix 6onesHei uM. [enbMronbLa NpoBeAeHo
Xupyprudeckoe nedvenue 33 naumeHtaM B Bospacte 11 Mecaues—15 net (B cpeaHeM 7 neT) B 35 rnasax. OueHka 3¢ deKTUBHO-
CTU leYeHUs NpoBoamnach yepe3 1-2 Mecsla nocne BMeLLATeNbCTBA, 3aTEM NaLMeHTbI 0CMaTPUBANMCh B AMHAMMKE Kaxable
3-6 MecsueB B TeueHue 1-5 net (B cpesHeM 2 ropa).

Pesynbmamei. B pesynbtate nepBMuYHON Onepauuu BO BCEX CNydasX AOCTUTHYTO CHUMEHME TPaKUMW B LiEHTPASIbHOM
oTAene 1 Ha nepudepun ¢ NOSHBIM NpuneraHneM cetyatku B 3-i ctagum B 30%, HenonHeiM — B 70% rnas, B 4-1 cTagum —
B 12,5 u 87,5%, cootBeTcTBeHHO. OTnanéHHan adhdeKTUBHOCTb BMeLUaTenbCTBa Bo 2-1 ctaguu coctasuna 100%, B 3-i cTa-
LMW, BKITKOYaA Ciyyaun NOSIHOrO W HeMosIHoro npuneranus cetyatkm — 87,5%, B 4-i ctapum — 73,3%. lpu ycnewwHoM xu-
PYPrU4ECKOM NEYEHWUM NOBBILLEHUE MAKCUMaNbHOWM KOPpUrMpoBaHHoi ocTpoThl 3peHus (MKO3) Bo 2-1 ctapuu 3abonesaHus
pocTurHyto B 83% cnyyaes, B 3-i ctagun — B 50%, a B 4-11 cTagum — B 28,6% rnas, B ocTanbHbIx cnyyasx MKO3 He us-
MeHunace. pu atom MKO3 0,1 1 Beiwe Habnoganack Bo 2-i ctaguu B 100% cnyyaes, B 3-i 1 4-1 cTapuax — B 85,7 n 36%
CIy4aeB, COOTBETCTBEHHO.

3arnoyenue. AHaToMuyecKue U GYHKUMOHANbHBIE pe3ynbTaTbl BMELLATENbCTBA KOPPENMPYIOT CO cTafuelt 3aboneBaHus:
Hanbonblas 3GdeKTMBHOCTL HabnoaaeTcs BO 2-M CTaguu, B 5-i CTaguu onepaumn HOCAT NPEeUMYLLECTBEHHO OPraHOCOX-
paHHbIN xapakTep. [ing noBbiweHns addeKTUBHOCTU NeueHns HeobxoanMa paHHaa auarHoctuka C3BP, nposeaeHue nasep-
Koarynsiumm aBacKyNspHbIX 30H U aKTUBHBIX COCY[0B, YTO MO3BOMISIET OCTAHOBUTL NPOrpeccupoBaHue paHHux ctagui CIBP
B 70-100% cnyyaes, a TaKke perynsipHoe HabogeHne NaLUMEHTOB 18 CBOEBPEMEHHOTO BbISIBNIEHUS MOKa3aHMiI K AOMN0JTHM-
TENbHOW Na3epKoarynsauuy UK XMpypruyeckoMy BMeLLaTeNbCTBY.

KnioueBble cnoBa: CeMeliHasi 3KCCynaTMBHas BUTPEOPETMHOMATUS; [ETH; OTCIOWKA CEeTYaTKM; BUTPEKTOMMS;
BUTPEOPETUHAsIbHAsA XUPYPrus.

Kak uutnpoBartb:
[enucosa E.B., l'epacbkuHa E.A., Karaprina J1.A., Ocvnosa H.A. AHaToMuueckme M hyHKLMOHa bHbIE Pe3ybTaTbl XMPYPrMYecKoro IeYeHis CEMEMHOM 3Kccyaa-
TWBHOW BUTPEOpeTVHONaTWK y fieTew // Poccutickas neduampudeckas ogmanemornoeust. 2022. T.17. N2 4. C. 17-26. DOI https://doi.org/10.17816/rpoj112024

Pykonucb nonyyena: 21.10.2022 Pykonucb opo6peHa: 09.11.2022 Ony6nukoBaHa: 22.12.2022

A
3KO®BEKTOP Bee MNpaBa 3alieHs!
© 3ko-BexTop, 2022


https://doi.org/10.17816/rpoj112024
https://doi.org/10.17816/rpoj112024
https://crossmark.crossref.org/dialog/?doi=10.17816/rpoj112024&domain=PDF&date_stamp=2023-01-24

ORIGINAL STUDY ARTICLE Vol 17 (4) 2022 Russian Pediatric Ophthalmology
DOI https://doi.org/10.17816/rpoj112024

Anatomical and functional results of surgical
treatment of familial exudative vitreoretinopathy
in children

Ekateina V. Denisova, Elizaveta A. Geraskina, Ludmila A. Katargina, Natalya A. Osipova

Helmholtz National Medical Research Center of Eye Diseases, Moscow, Russian Federation

ABSTRACT

Familial exudative vitreoretinopathy (FEVR) is a rare hereditary disease characterized by abnormal angiogenesis, presence
of avascular zones on the periphery of the retina, and clinical manifestations ranging from an asymptomatic course to total
retinal detachment. Surgical interventions are performed to eliminate vitreoretinal traction, epiretinal membranes, and retinal
detachment. Studies of the surgical treatment outcomes of patients with FEVR are limited and findings are ambiguous

AIM: To analyze surgical treatment outcomes of different stages of FEVR in childhood.

MATERIAL AND METHODS: From January 2012 to October 2021 at the Helmholtz National Medical Research Center of
Eye Diseases, surgical treatment was performed in 35 eyes of 33 patients aged 11 months—15 years (average, 7 years). The
effectiveness of treatment was evaluated 1-2 months after the treatment, and patients were examined every 3—6 months for
1-5 years (average 2 years).

RESULTS: After the primary surgery, a decrease in retinal traction in the posterior pole and periphery was achieved in all
cases. Complete and incomplete reattachment was achieved in 30% and 70% of the eyes at stage 3 and in 12.5% and 87.5% of
the eyes at stage 4, respectively. The long-term effectiveness rates of the intervention in stages 2, 3 (including complete and
incomplete reattachment), and 4 were 100%, 87.5%, and 73.3%, respectively.

Increases in the best-corrected visual acuity (BCVA) were observed in 83%, 50%, and 28.6% of the eyes in stages 2, 3, and 4,
respectively. In other cases, successful surgical treatment allowed the preservation of visual functions. During the follow-up,
visual acuity of 0.1 or more was maintained in 100%, 85.7%, and 36% of the eyes at stages 2, 3, and 4 of FEVR, respectively.

CONCLUSION: Anatomical and functional results of surgical treatment of FEVR correlate with the disease stage: the
efficiency is greater in stage 2, and it was organ-preserving surgery in stage 5. To increase the effectiveness of treatment,
early diagnosis of FEVR, laser coagulation of avascular zones, and active vessels are necessary, which makes it possible to
stop the progression of the early stages of FEVR in 70%—100% of cases and enables regular monitoring of patients for the
timely detection of indications for additional laser coagulation or surgical intervention.

Keywords: familial exudative vitreoretinopathy; children; retinal detachment; vitrectomy; vitreoretinal surgery.
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OPUTHATBHBIE VICCTIE JOBAHNA

BBEJEHUE

CeMeliHas aKccyaaTuBHas BuTpeopeTuHonatus (CIBP) —
peAKoe HacneAcTBeHHoe 3abosieBaHue, XxapaKTepu3yloLLeecs
aHOMasbHbIM aHTMOTeHe30M, HaMuMeM aBaCKYNSPHbIX 30H
(A3) Ha nepudepuu ceTyaTku U BapuabenbHbIMU KIMHUYe-
CKWUMM NPOSABIEHNAMM 0T HECCMMNTOMHOIO TEYEHMs [0 pas-
BMTUA TOTANIbHOM TPAKLMOHHOM M (MNK) 3KCCyaaTUBHOW OT-
cnonku cetyatku [1, 2].

B Hactoswee Bpemsa natoreHe3s C3IBP u3yyeH HepocTa-
TOYHO, @ JleYeHe SIBNIAETCA CUMMTOMAaTUYeCKUM W Hamnpas-
NeHo Ha cTabunmsaumio 3aboneBanus. OCHOBHBIMW BUAAMU
neyenust CIBP B 3aBUCMMOCTM OT KITMHUYECKUX NPOSIBIEHUN
ABnsaoTcA nasepkoarynaums cetdatkn (JIK) u xupypruve-
cKoe [2].

OnepaTuBHble BMELLATENbCTBA NPOBOAAT ANA YCTPaHEHUs
BUTPEOPETUHANBHBIX TPAKLMIA, 3NUPETUHANBHBIX MeMBpaH
u otcnoiikn cetdatku (OC). ccnepoBaHus pesynbTaToB Xu-
pypruyeckoro nedenus CIBP HeMHoroumcneHHsl U HeOAHo-
3HauHbl. TaK, 3addekTMBHOCTL onepauuii npu OC, No AaHHbLIM
pa3HbIX aBTOpOB, Konebnetcs ot 62 no 86% [2-7]. B Poccum
He NpOBOAMIOCH U3yyeHWe BAMKAMLLMX U OTHANEHHBIX pe-
3yNbTaToB XMpyprnveckoro nedenns C3BP B 6onbLuoi rpynne
NaLMeHTOB.

Lenb. AHanu3 pe3ynbTaToB XWMPYpPruyeckoro JieYeHus
pa3HbIX CTafUi CEMENHON IKCCYAaTUBHON BUTpEOpeTUHONa-
W Y LeTeil.

MATEPUANT U METObI

C axBapsa 2012 no oktabpb 2021 r. B HMUL, rnasHbix
bonesHein uM. MenbMronbua obcnepoBaHbl 88 naumeHToB
(163 rnasa) B Bospacte 1 Mecsau—17 net ¢ anarHosom C3BP.
[vnarHo3 C3BP ctaBuics Ha 0CHOBaHWUM TUMMWYHBIX KIUHU-
YECKWX MPOSBNEHMIA U B pafe ciyyaeB Obil NoATBEPHAEH
AaHHBIMM CEMEMHOT0 aHaMHe3a, pesynbTaTamu obcnefoBa-
HWA POACTBEHHUKOB MaLMEHTOB U MOJIEKYNIAPHO-TEHETUYE-
cKoro uccnepoBanus. Ctagun 3aboneBaHus onpefensnmch
cornacHo Knaccudmkaumu, npegnoxenHon S.D. Pendergast,
M.T. Trese c pononHeHueM A.H. Kashani u coasr. [6, 8].

BceM nmauueHTaM npoBoamnoch craHfaptHoe odTanb-
Monorumyeckoe obcneaoBaHue (BU3OMeTpUs, aBTopedpaKrTo-
MeTpus, TOHOMeTpus, BuoMMKpocKonus, odTanbMOCKoNKS),
(oToperucTpaums rnasHoro AHa, YnbTpa3ByKOBOE Wccrie-
[0BaHWe, ONTMYecKan KorepeHTHast ToMorpadua (OKT). [e-
TanbHoe obcnefoBaHWe 4acTu mauueHToB (MnapLue 7 net)
NpOBOAMIM NOJ, HAPKO30M.

MoKasaHMAMKM K XMPYPrUYECKOMY JIEYEHWK ABNSINCH
BbIpaXKeHHble 3NMpeTUHaNbHbIe MeMBpaHbl (3PM) ¢ Tpakum-
el 3afiHero nosoca rnasa B COYETaHWUM C PacrpocTpaHéH-
Hom otcnoikomn cetyatku (OC) unm 6e3 He€, pedpaKTepHblii
K Tepanuv reModTaneM. Mpu BbisBIEHUM A3 U «aKTUBHBIX»
cocyaucTbIX ManbhopMaumii (TeneaHrmakTasmm, MUKpoaHeB-
p13Mbl, HOBOOOpa30BaHHbIE COCYAbl CETYATKM) A0 OMepaLmm,
Kak npasuno, nposoaunack ux JIK ans cokpalleHns BpeMeHu

T 17, Ne4, 2022

DOl https://doiorg/10.17816/rpoj112024

PoccumiicKasn neamnarpmn4eckasn O(DTaﬂbMOﬂOFMH

HapKo3a, a TakKe M3bexxaHus WHTpa- U nocneonepaLmoH-
HbIX KpoBOM3MAHMIA. OnepaTMBHOE IEYEHWE He BbINOSIHAMN
MPU HaNMYWK «CYXOM» CKITAJKU CeTYaTKM Be3 3HauMTeNbHOro
MeMbpaHoobpa3oBaHus B CTEK/I0BMAHOM Tefle W 3nupeTu-
HaJIbHO, NOKaNbHOM NepudepuyecKoi TPaKLUMOHHOM 1 (M)
3KkccypatueHon OC, pnuTenbHO CyLLeCTBYIOLLEN BOPOHKO-
obpasHon OC, He OCNOKHEHHOW WMPWLONEHCKOPHEANbHbIM
KOHTaKTOM W BTOPU4HOMN rNayKoMOM.

Xupypruuyeckoe BMeLLATENLCTBO BO BCEX CNyYasx NpoBO-
AMNOCh NOA HapKO30M. BUTPIKTOMUSA BLINOAHANACK MO CTaH-
[apTHOW TPEXMOPTOBOM METOAMKE C MCMOJb30BAHWEM MH-
CTPYyMeHTOB Kanubpa 23 G (reimx).

OueHKa 3GQEKTMBHOCTM NeyeHUs MNpoOBOAMNACH
yepe3 1-2 MecsLa Nocne BMELLATENbCTBA, 3aTEM NALMEHTHI
0CMaTpUBanu1Ch B JUHAMUKeE Kaxable 3—6 MecsLeB B Teve-
Hue 1-5 net (B cpegHeM 2 ropa). IQPEKTUBHON CUMTanU
onepaLMio Npu NIMKBUAALMW BUTPEOPETUHABLHON TPaKLuUK
B LIEHTPaNbHOM OTAeNe, €€ YCTPAHEHUU WUAW YMEHBLUEHUM
Ha nepudepuu, YaCTUYHOM WAW MOJIHOM NpUNEraHun ceT-
YaTKu.

PE3YJIbTATbI

lNoKa3aHMa K XUpYpruyecKoMy JIeYEeHUI0 BbISBAEHBI
y 33 (37,5%) naumentoB B Bo3spacte 11 Mecsues—15 net
(B cpeaHeM 7 net) B 35 rnasax (21,5%), HaumHas co 2-i cTa-
avm C3BP, npn KoTOpoM NOMUMO M3MEHEHWN Ha nepudepum
ceTyatku B 48% cnyyaes (28 u3 59) nabnoganucs IPM pas-
NINYHOM BbipaXKeHHOCTM B 06n1acTy 3afHero nomoca. Yuuthbl-
Bas HEO0OXOAMMOCTb YAaNeHUs NPOTSHKEHHBIX BUTPEasbHbIX
W 3NMpeTUHanbHbIX MeMbpaH, onepaumen Bolibopa B 60nb-
LUMHCTBE C/y4aeB Oblla MUKPOMHBA3MBHas BUTPEKTOMUS
MPM MOKa3aHUsAX C 3HA0TAMMNOHAAO0M CUIIMKOHOBLIM MacioM
WNW ra30-Bo3AyLUHOM cMecbio (Tabn. 1). MHTpaonepauuoHHo
NMPOBOAMIOCH MEXaHWYECKOe pasfesieHne U MaKcuMarbHoe
yhaneHue npe- U anupeTuHanbHoro Gubposa, 3agHei rua-
NoMHON MeMbpaHbl, Npu HeobX0AMMOCTU OCYLLECTBNANACh
3H[0/1a3ePKOAryALIMA CETHATKU U (MIM) «aKTUBHBIX» COCY/0B.

B ctagum 2A BMTpIKTOMMS npoBefeHa B 5 rnasax
u3 39 (12,8%). Bo Bcex cnyyasx BbisieieHa 3PM B LieHTpanb-
HOM 0TZene, M3 HAX B 0AHOM Ciyyae 06HapyeH YacTUYHBINA
(u1bpo3 CTEKNOBUAHOMO TENA B UCX0Ae reModTanbMa.

Y Bcex NaumMeHToB AOCTUrHYTO YMeHbLUEHME TPaKLMKM CeT-
UaTKM B MaKyne, y YeTbIpéx feTeil Habnwaanock NoBbILEHME
MaKCMManbHOW KoppuripoBaHHoi ocTpoThl 3penns (MKO3),
y 0[iHOro pebeHKa — OCTpOTa 3peHns He U3MeHMMach. Y ye-
TbIPEX AeTeN, HabnoaaBLLMXCA B AMHAMMKe, Yyepe3 6—7 Me-
CALEB COCTOSIHUE TNa3 0CTaBasioch CTabumbHLIM (puc. 1).

B craguu 2b BMTp3KTOMWA C 3HLOTAMMNOHAAON CUNIU-
KOHOBbIM Mac/ioM BbiNofiHeHa B 0AHoM rnasy u3 20 (5%)
B CBSI3M C OpraHu3aumen peuuamBupytoLlero reModransma.
B pesynbrate pocturHyto nosbiwenne MKO3 u ctabunusa-
LIMA COCTOSHUA Fa3a npu HabMOAeHNM B TeUEHME 4 neT.

OTcnofka ceT4yaTkM, XxapaKTepHas ans 3-n u bonee
TXENbIX ctaguin C3BP, B bonbwwuHcTBe cnydvaeB bbina
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Tabnuua 1. Buabl nepBUYHbIX Onepauui y feTeli ¢ CeMeHOI 3KCCYAaTMBHOM BUTPEOPETUHONATUEN
Table 1. Types of primary operations in children with familial exudative vitreoretinopathy

Bup, BMewaTenbcTBa KonuyectBo rnas Cragua C3BP
Type of surgery Number of eyes FEVR stage

2A -4

be3 aHpoTaMnoHaabl 15 36-5
Without endotamponade LA -2
4B -4

26-1

3A-2

3HA0TaMNOHaAa CUIMKOHOBBIM MacsioM 12 3b-2
Silicone oil tamponade LA -3
4b-3

5A -1

y 2A-1

3Hp0TaMNOHaAa ra3o0-Bo3AYLLIHOM CMECHIO 3 36 - 1
Gas-air endotamponade 46— 1

MWKpoMHBa3WBHas BUTPIKTOMMS
Microinvasive vitrectomy

ButpakToMus ¢ neHcaKToMuen bA-1
p 4 46 -1

Vitrectomy with lensectomy 56 - 2

JnucknepanbHoe NioMbupoBaHue ! LA T
Scleral buckling

Puc. 1. NMaumeHT ., ceMeiHas 3KccyaaTMBHAA BUTPEOPETMHONATUA CTaauu 2A, anMpeTUHabHas MeMbpaHa B 061acTv 3aAHero nostca:
0-C — [0 onepauuy, LieHTpanbHas ToswmHa cetdatku (LITC) 733 MKM, MaKcuManbHas KoppurvpoBaHHas ocTpoTa 3penus (MKO3) 0,1;
d—f — nocne onepauuu: LTC 354 mkm, MKO3 0,8; a, d — doTorpadwms rnasHoro aHa; b, e — ontuueckas KorepeHTHas Tomorpagms (OKT)
[VCKa 3pUTeNbHOHO HepBa; ¢, f — OKT MakynspHoi 30HbI.

Fig. 1. Patient G., familial exudative vitreoretinopathy 2A, epiretinal membrane in the posterior pole: a—c — before threatment, macular

thickness 733 microns, best corrected visual acuity (BCVA) 0,1; d—f — after threatment: macular thickness 354 microns, BCVA 0,8; a, d —
photo of the fundus; b, e — optical coherence tomography (OCT) of the optic disc; ¢, f — OCT of the macula.

DOl https://doiorg/10.17816/rpoj112024



OPUIHATTBHBIE UCCTTEIOBAHIA

TPAKLMOHHON WAN TPaKLMOHHO-3KCCYAATUBHOW M TONbKO
B [IBYX [/1a3ax — permMatoreHHoi Bcnefctene hopMmpoBa-
HWSl BTOPMYHOTO Pa3pbiBa CETYATKM.

B ctagumn 3A BUTpaIKTOMMA C IHLOTAMMOHAZON CUAMKO-
HOBbIM Mac/noM npoBefeHa B 2 rnasax u3 13 (15,4%). B ogn-
HOM rnasy onepawmio NPOBENM B CBA3M C MPOrpeccupytoLLeil
TpakumoHHon OC, B ApyroM — B CBA3M C BbIpaXeHHOMN TPpaK-
LMOHHON AedopMaLimeit 3aHero Mostoca, 0CAOXHMBLLENCS
MaKy/ApHbLIM Pa3pbIBOM.

B pesynbrate BMeLaTenbCTBa AOCTUTHYTO CHUMEHME
TPaKLMM W MOJHOE NpUNeraHne CeT4aTku B 0GHOM a3y, 3a-
KpbITWe MaKyNApHOro paspbiBa — B ApYroM, B 0bomx cnyya-
AX 0TMeyeHo yBennyenne MKO3.

Mpu ocMoTpe Yepes 2 MecALa AUarHOCTUPOBaH peLuavs
MaKyNIipHOro pa3pbIBa, B CBA3M C YEM BbINOIHEHA MUKPOUH-
Ba3vBHas PeBM3WA BUTPeanbHOW NOSIOCTM C YAANEHUEM CU-
JIMKOHOBOrO Macna, A0NOSHUTENbHBIM MEMBPaHOMUAMHIOM
1 BBEEHUEM ra30-BO3AYLUHOM cMeck. [loCTUrHYTO 3aKpbIThe
pa3pbiBa co cTabunbHBIM COCTOSHWUEM MpU HabrlogeHUM B Te-
yeHue 2,5 net (puc. 2).

B apyroM cnyyae yepes 11 MecsiLieB B CBAI3M C pa3BUTUEM
OCOXHEHHOM KaTapaKTbl BbIMOJHEHA IKCTPaKUMA KaTapaKThl
C UMNNaHTaumel UHTpaoKynapHon nuH3bl (MOJT), cocTosHue

T 1N, 2022

PoccumiicKasn neamnarpmn4eckasn Od}TaﬂbMOﬂOFMH

Na3Horo [Ha 0CTaBafocb CTabWNbHLIM MpU HabMoAEeHUN
B TeueHue 3,5 ner.

B ctapgum 3b BuTpakTOMMA npoBefeHa B 8 rnasax
u3 16 (50%), U3 HMX B OOHOM — C 3HA0TAMMOHaA0N ra-
30-BO3AYLUHON CMEChI0, B iBYX — CWJIMKOHOBBIM Mac/oM.
lMokasaHusAMM K onepauuu SIBUIUCb: HapacTaHWe npepe-
TMHaNbHoOro ¢Gubpo3a u KccyAaTa B LEHTPaNbHOM OTLeNe
u Ha nepudepumn ¢ yBenuyeHneM BoicoTbl OC B 5 rnasax,
IPM c TpaKumoHHOM AedopMaumen LeHTpabHOMO oTAeNa
rnasHoro AHa B 3 rnasax, U3 HUX B 04HOM rnasy — c dop-
MMUPOBaHWEM MaKyJSPHOro paspbiBa.

B pesynbrate nepeBMYHOrO BMeLLATeNbCTBA BO BCEX
CNyyasx AOCTUTHYTO CHUMEHUE TPAKLMM CETUATKM B LEH-
TpanbHOM oTAene (puc. 3), 3aKpbiTUE MaKynsApHOro pas-
PbiBa, HEMOSHOE NpUieraHWe ceT4yaTKW B 6 rnasax, non-
Hoe — B 2 rnasax. [osbiwenne MKO3 nocne onepauuu
Habnpanock B 3 ciyyasx, B 5 ciiydasx oCTpoTa 3peHus
He U3MeHMNach.

Mop HabniopeHneM B AuHaMuKe B Teuenue 3,9—4 net
Haxoaunucb 6 rnas. B ofHoOM rnasy yepes 4 ropa BbisBne-
Ha penponudepaums C pa3BUTUEM TpaKLMKU B MaKy/spHON
30He, N0C/Ie PeBU3UM BUTPEeanbHOM NOJIOCTM ¢ MeMbpaHonu-
JINHTOM TPaKLMOHHBIA CUHAPOM B 00/1acTU 3afiHero nosioca

Puc. 2. MaumeHTKa M., ceMeiiHas 3KccynaTMBHas BUTPeopeTMHonatus ctagum 3A: g, b — po onepauwy, NoKasaHa 3nupeTUHanbHas

MeMbpaHa B 06/1aCTH 3aAHEr0 NOAKCa, MaKyNSPHbIA pa3pbiB AUaMeTPOM 2274 MKM, BMTENBHOCTb CyLLLECTBOBAHUA 3 rofa, MakcuManbHas

KoppurupoBaHHas ocTpoTa 3penuns (MK03) 0,3; ¢, d — nocne onepaumu, nokasaHo 3akpbitie paspbisa, MKO3 0,15; a, ¢ — dotorpadus

rNasHoro OHa; b, d — ontuyeckas KOrepeHTtHas TOMOFpa(bVIFI MaKYJ'IﬂpHOVI 30HbI.

Fig. 2. Patient M., familial exudative vitreoretinopathy 3A: a—b — epiretinal membrane in the posterior pole, macular hole with a diameter

of 2274 microns, existing for 3 years before threatment, best corrected visual acuity (BCVA) 0,3; ¢, d — after threatment: the hole is closed,
BCVA 0,15; g, c — photo of the fundus; b, d — optical coherence tomography of the macular zone.
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Puc. 3. MaumeHTka A., ceMeliHan aKccynaTvBHas BUTPeopeTMHonatus ctapum 3b, dotorpadms rnasHoro AHa: @ — [0 onepauuu, 3nupeTy-
HanbHble MeMbpaHbl B 00/1aCTH 3afiHero nositoca ¢ Tpakumel; b, c — nocne onepaumu, yMeHbLUEHWE TPaKLMM B 061acTv 3afiHero notoca,
MaKCcUMaJlbHas KoppurupoBaHHas ocTpoTa 3penuns 0,3-0,4 (He u3MeHunaco).

Fig. 3. Patient A., familial exudative vitreoretinopathy 3B, original fundus photo: @ — before threatment, epiretinal membrane in the
posterior pole with traction; b, c — after threatment, decrease of traction of the posterior pole, best corrected visual acuity 0,3-0,4 (has
not changed).

JIMKBMAMPOBaH CO CTAabUNbHBIM COCTOSHMEM B TEYEHUE roAa
Habntopenns. B ogHOM rnasy yepes 0AMH FOA MPOM30LLIIO
(hopM1poBaHWe BTOPUYHOTO pa3pbiBa C TOTabHOW Heonepa-
benbHoM 0TCNOMKOM ceTyaTku. B AByx rnasax c aHAoTaMno-
HafoW CUAMKOHOBBIM MacnoM yepe3d 9-10 Mecsaues nocne
onepaumu BbINOSIHEHA 3KCTPAKLMA KaTapaKTbl C UMMN/aHTa-
LiMeii HTpaoKynsapHoii iuu3bl (MOJ1). TakuM obpasoM, oTaa-
NEHHBIN aHaToMUYecKuin 3ddeKT Habnofanca B 5 U3 6 rnas
(83,3%) (puc. 4).

B ctagumn 4A xupypruyeckoe neyeHue nNpoBeAEHO
B 7 rnasax u3 15 (46,7%): BuTpakToMMs — B 6 (M3 HUX
B 3 — C 3HAOTAMMNOHaZ0N CMJIMKOHOBLIM MacioM, B 0j-
HOM a3y — C JIEHCIKTOMMUEN), 3NUCKNepanbHoe NoM-
bupoBaHue — B 0JHOM rnasy. NoKasaHMAMM K onepauuu
SIBUJIUCB: CKJIafiKa CeTYATKM C BbIpaXKeHHON NpepeTuHab-
HoW nponudepaumein B 5 cnyyasx, TpakumoHHaa 0C —
B 2 Cllyyasx.

B pesynbrate BMeLLaTeNbCTBa B 04HOM Ciy4ae JOCTUTHY-
TO MOJIHOE NpUNEraHue CeT4aTky, B 6 rnasax 0TMEYEHO CHU-
YKEHUE TPaKLMM C YMEHbLLEHWEM BbICOTbI CKNTaAAKW/OTCNOMKM
(puc. 5). MKO3 noBbicunach B 0fHOM /a3y U He U3MeHUNach
B 6 rnasax.

Mpu HabnogeHM B CPokM oT 3 A0 5 neT (B cpefHeM
3,5 roga) peumams OC BbisBEH B 4 rnasax. B ogHoM rnasy
peumamB Npou3oLLEN Yepe3 3 MecsAla nocse anucKiepanb-
HOro MioMbMpoBaHWA B pe3ynbTaTe HapacTaHus TpaKumu,
NpoBeAeHa BUTP3IKTOMUSA, AOCTUTHYTO HEMOJTHOE MpUNeraHue
ceTyaTku. B Tpéx cnyyasx yepes 8 mecaues—1,5 roga B cBA3m
¢ penponudepaumeit (U3 HUX B ABYX ciyvasx ¢ popMupo-
BaHWEM BTOPMYHOTO pa3pbIBa) pa3Buiach ToTanbHas Heone-
pabenbHas OC. OcnoxHEHHasA KaTapaKTa AuarHoCTMpoBaHa
B [BYX [Nlasax C 3HA0TAMMNOHALON CUAMKOHOBLIM Mac/ioM
yepe3 3 Mecaua u 1 rog nocne nepeUYHOTO BMELLIATENBLCTBA,
BbIMOJIHEHA 3IKCTPaKUMA KaTapakTbl ¢ uMnnantaumen MOJ.

Puc. 4. NMaumenTka J1., ceMeliHas aKccyaaTUBHas BUTpeopeTHonatvsa ctagum 3b, Gotorpadum rnasHoro gHa: @ — cpasy nocne onepauuu:
YMeHbLLUEHWE TPaKLMM B 3a[lHEM MOJIKOCE, BbICOTbI M MAIOLLAAM OTCIIONKM CETHATKY, YBENUYEHME MaKCUMaIbHas KOPpUrMpOBaHHas ocTpoTa
3peHus (MKO3) ¢ 0,01 go 0,05; b — uepes rop, paccacbiBaHue cybpeTuHanbHoro akccynata, MKO3 0,03.

Fig. 4. Patient L., familial exudative vitreoretinopathy 3B, original fundus photo: a — after threatment, decrease of traction of the posterior
pole, height and area of retinal detachment, increase of best corrected visual acuity (BCVA) from 0,01 to 0,05; b — after 1 year, resorption

of subretinal exudate, BCVA 0,03.
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Puc. 5. MaumeHTka K., ceMeliHas 3KccynaTMBHas BUTPeopeTMHoNaTUs cTagum 4A. dotorpadmsa rnasHoro fHa: g, b — fo onepauum,
3NMpeTUHaNbHbIA GMOpO3, CKNafKa CeTYaTKM OT AMCKA 3PUTENIbHOMO HepBa K BUCOYHOM nepudepumn, MaKcuManbHas KOppUrMpoBaHHas
octpota 3peHust (MKO3) 0,02; ¢ — nocne onepauuy, yMeHblUeHWe TpaKLMW B 0611acTi 3afHero nostoca, BbicoThl cknaaku, MKO3 0,01.

Fig. 5. Patient K., familial exudative vitreoretinopathy 4A, original fundus photo: a, b — before threatment: epiretinal fibrosis, retinal fold
from optic disc to temporal perifery, best corrected visual acuity (BCVA) 0,02; ¢ — after threatment: decrease of traction of the posterior

pole and height of fold, BCVA 0,01.

Takum 00pa3oM, OTAANEHHBIA aHATOMMYECKU 3QPEKT Ha-
bntopanca B 4 rnasax us 7 (57,1%).

B cragumn 4b BuTpakTOMMA npoBepeHa B 9 rnasax
u3 19 (47,4%), U3 HUX C 3HAOTAMMOHAAOA CUIMKOHOBLIM
MacnoM — B TPEX rnasax, raso-Bo3fyLUHOW CMecblo —
B OfHOM rnasy. B ogHOM cnydae BbINOSHEHA BUTPIKTOMMS
C neHcakTomuen. loKasaHusiMM K onepaumm SBUNCh: OT-
C/I0MKa WM CKMafika CeTyaTku B 8 rnasax, pedpaKTepHbin
Tepanuu reModTanbM — B O[HOM [1asy.

B pesynbraTe BMeLuaTenbCcTBa BO BCEX CIy4asX AOCTUT-
HYTO CHUMEHME TPAKLUMM CETYATKM C NOJHBIM MpUNEraHueM
B 0[IHOM rnasy, HenonHbiM — B 8 rna3ax. MKO3 noseicunack
B 3 rnasax U He U3MeHWUNach B 6 rnasax.

Mop HabnofeHWEM B CPOKM OT 6 MecsLeB [0 5 feT (Me-
AnaHa 2,5 roaa) Haxoaunuch 8 naumeHToB. B aByX rnasax
uepes 3—-4 Mecsua BoisiBnieH peunaus OC, obycnoBneHHbIN
HapacTaHueM cybpeTuHanbHOM 3KCCyfauuv B OAHOM [a-
3y 1 popMMpOBaHMEM BTOPUYHOTO pa3pbiBa — B APYroM.

B nepBoM cnyyae npoBefeHo ApeHUpOBaHUe cybpeTuHasb-
HOW XUAKoCTM 6e3 3HauMTenbHoro addekta. Bo BTopoM
Cllyyae nocie JIOKaNbHOro 3MNUCKepanbHoro nnomMbupo-
BaHUSA W JBYXKpaTHOW PEBU3UM BUTPEANbHOI NOMOCTH A0-
CTUTHYTO HEMOJTHOE NpuUneraHue cetyaTku. B ogHoM rnasy
yepe3 3 ropa BbisiBfIeHa penponuepaumnsa ¢ HapacTaHUeM
TpaKUMM CeTyaTKW, bbina BbINONHEHA NOBTOPHasA BUTPEK-
TOMUSI C YCTPaHEHWEM TpaKLMW U cTabunusaumen B Te-
yeHWe 0JHOro roga Habnwopenus (puc. 6). B Tpéx rmasax
C 3HL0TaMMOHAA0M CUIMKOHOBLIM MacJioM Yepes 2 Mecsi-
ua-2 roga 9 Mecsues nocne BMeLIaTeNbCTBa NpoOBeAEHA
MWKPOMHBA3MBHasA IKCTPaKLMA KaTapaKTbl C UMMIaHTaLM-
en MOJN.

Takum 06pa3oM, B OTAANEHHBIE CPOKM aHAaTOMMYECKUI
ahdekT Habnopancsa B 7 u3 8 rnas (87,5%).

B 5- cTapumu xupyprudeckoe neveHWe NpOBELEHO
B 3 rnasax u3 8 (37,5%). B mByx cnyyasx B CBA3M C pas-
BUTMEM CWHOPOMA MESIKOM NepefHeil Kamepbl BbIMOJIHEHA

Puc. 6. MaumeHT P., ceMeitHas aKccyaaTUBHas BUTpeopeTMHonatus ctaauu 4b, gotorpadmsa rnasHoro gHa: @ — A0 onepaumu. anupeTu-
HanbHbIi h1OPO3 U cybpeTUHaNbHLIN 3KccynaT; b — yepes 3 roaa nocne onepauym, ANUPeTUHabHas penponbepaums; MakcuMarnbHas
KoppurupoBaHHas ocTpoTa 3pennsa (MK03) 0,05; ¢ — nocne noBTOpHOro BMeLLATENbCTBA, CHUKeHMe Tpakuuu, MKO3 0,05.

Fig. 6. Patient R., familial exudative vitreoretinopathy 4B, original fundus photo: a — before threatment, epiretinal fibrosis and subretinal
exudation; b — 3 years after threatment: epiretinal reproliferation, best corrected visual acuity (BCVA) 0,05; ¢ — after second surgery,

epiretinal reproliferation, BCVA 0,05.
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NEHCBUTP3KTOMMSA C YCTPaHEHUEM MPULOKOPHEANbHOMO KOH-
TaKTa M OpraHocoxpaHHbIM apdekToM. B ogHOM rnasy c oT-
KpbITO BOpOHK00bpa3Hoi OC BbiNosHEHa MUKPOMHBA3MBHas
BUTP3KTOMMS C IHA0TAMMNOHAA0M CUIMKOHOBLIM MacnoM. O0T-
Meyanoch NoBbILLIEHWE OCTPOTHI 3pEHUS CO CBETOMPOEKLUH
no 0,05, ogHaKo, yepes 1,5 roga AMarHoCTMPOBaH peLyamnB
0C co BTOpWuYHbIM pa3pbiBoM. [MOBTOpHOE XMpyprudecKoe
BMELLATENbCTBO ObiNio HeadhdeKTUBHO.

WHTpaonepaunoHHBIN U paHHMIA NocneonepaLyUoHHbIN
MepuoL BO BCEX CIy4asx NpoTeKanu 6e3 cepbE3HbIX 0CNOXK-
HEHWA.

AHanus oTganéHHbix GYHKUMOHANbHBIX Pe3ynbTaToB
YCMELUHOr0 XMpYPrUYECKOro NeyeHue NoKasar, YTo MoBbl-
weHne MKO3 Bo 2-11 ctapguu Habmtopanock B 83% rnas, B 3-i
ctagum — B 50%, B 4-if cTagum — B 28,6%. B ocTanbHbIX
CNyyasx BMeLLaTeNbCTBO NO3BOJIUNO COXPaHUTbL MMEtLLMeCS
3puTenbHble GyHKumMK. Mpu 3ToM ocTpoTa 3penus 0,1 u bo-
nee pocturHyTta Bo 2-i ctagumn B 100% cnyyaes, B 3-1 W 4-i
ctagmax — B 85,7 n 36% cnyyaeB, COOTBETCTBEHHO (puc. 7).
Huskas octpota 3penus bbina obycnoBneHa TpaKLMOHHOM
AedopMaumeii Makynbl v [13H, 0TnoxeHneM MHTpapeTUHasb-
HOro 3KCCynaTa B MaKyne, B NATU [N1a3ax — HaM4UEM UH-
TpapeTMHanbHOro pMbpPO3HOro ouara B LEEHTPasbHOM OTLENe.

OBCYXOEHUE

lMpenonepaumoHHas KIIMHUYECKas KapTuHa, Noaxonbl
U pesynbTathl xupypruyeckoro neyenus C3BP, no paH-
HbIM JIUTEpaTypbl, 3HAYUTENBHO BapbUPYHOT. XMpypruyeckue
BMeLLaTeNbCTBa, KaK MpaBuio, NPOBOASAT LI YCTPaHeHUs
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BUTPEOPETUHANbHLIX TPaKUWIA, 3NMPETUHaNbHLIX MeMbpaH
u OC. OpHako Bepywme MexaHusMmbl dopmupoBanusa OC,
Mo JaHHbIM pasHbIX UccnefoBartese, oTnnyatoTcs. bonb-
LUMHCTBO aBTOPOB, KaK U B HaLIEM UCCNEA0BAHUW, OTMEYaIoT
npeobnagaxue TPaKLMOHHOW U TPaKLMOHHO-3KCCYAATUBHOM
0C [3, 6, 7]. OnHako T. Ikeda c coaBT, Habntoganu permato-
renHyto OC B 89,3% (25 u3 28) cnyyaes, D. Shukla ¢ coasT. —
B 57,1% (20 u3 35) [2, 4.

BapbupyeT TaKXe CMEKTp NpOBOAMMBIX OMepaLuii.
B bonblumHCTBE CryyaeB onepauven Bbibopa ABSETCSA BU-
TPIKTOMUA WM KOMBMHMPOBAHHOE BMELLATENbCTBO (fieHC-
BUTPIKTOMMS, BUTPIKTOMMS B COYETAHUU C IMUCKIIEPabHbIM
nnombuposanuem). Pexe (0-38,7%) npoBogsT m3onmpo-
BaHHOE 3MUCKNepanbHoe nioMbupoBaHue. B Halweii rpynne
BO BCEX CMy4asx Habnofancs BbIPaXeHHbIN Npe- 1 anupe-
TUHanNbHBIA GMbP0o3 Ha nepudepumn 1 B LEHTPaNIbHOM OTAENE,
4YTO SIBUIIOCH MOKA3aHUEM AN BUTPEKTOMMMU.

Mo paHHbIM nuTepaTypsl, y naunentoB ¢ C3BP nonHoe
WNW YacTUYHOE NpUeraH1e CeT4aTKM Nocne XMpypruyecko-
ro neveHus Habniopaetcs B 62—-86% cnyyaes, uTo, BEpo-
ATHO, 00YCNOB/IEHO Pa3NMUMEM KIIMHUYECKWX MPOSBAEHUI
(cTapui) 3aboneBaHus M Bo3pacTa NaLMEHTOB, KpUTEpUEB
3 PEeKTUBHOCTM BMeLIATeNbCTBa, AJMTENbHOCTU Habnio-
nenus. lpu 3ToM y aeTei, ocobeHHo MnafLLero Bo3pacTa,
KaK npaBuno, Habnopatotca bonee Taxensle ctaguu C3BP,
a pesynbTaThl ONepaLmm XyXKe, YeM y fieTell CTapLUero Bo3-
pacTa ¥ y B3poCsibIX nauueHToB [3-5]. B HaweMm uccneno-
BaHWM B pe3ysibTaTe NepBMYHOM ONepaLyum Bo BCeX CyYasx
LOCTUTHYTO CHUXEHME TPaKUUM B LiEHTpanbHOM OTAene
1 Ha nepudepum, ¢ nonHbIM (30 1 12,5%) unm HemoHbLIM

Craguns 2 Cragus 3
No Mocne No Mocne

2
4
5 @ CesetooLyLienne
4 O <01
O 0,1-0,3
H =03
4
3
I Cragua 4
No MNocne

Puc. 7. MakcuManbHas KoppuUrMpoBaHHas 0CTPOTa 3peHUs MpU PasfnuHbIX CTAAMAX CEMelHON 3KCCYAaTMBHOM BUTpEopeTMHONaTUM
[0 1 NoC/e YCMeLUHOTo XMpYPriyeckoro NiedeHns (Ha cTonbuax yKasaHo Yncno rnas).

Fig. 7. Best corrected visual acuityof eyes with familial exudative vitreoretinopathy before and after surgery threatment (in the columns

the number of eyes are indicated..
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(70 v 87,5%) npuneraHneM ceTtyatku B 3-M U 4-i cTagmsx,
c00TBeTCTBEHHO. OTAANEHHas 3G DEKTUBHOCTb BMELLIATE b~
CTBa, BKJOYas C/lyyan MOSHOTO M HEMOJHOTO MpUWeraHus
CeTHaTKM, KOppenupoBana co CTaaueii 3aboneBanus u co-
cTaBuna Bo 2-# craguv 3aboneBanus 100%, B 3-11 u 4-i
cTagusax — 87,5 n 73,3%, cooTBETCTBEHHO, YTO COrnacyeTcs
C NONyYEHHBIMM paHee pe3sysbTaTaMu.

CnoxHocTn xupypriv C3BP cBA3aHbl ¢ HanMumeM nnoT-
HbIX CPaLLeHWA 3NWUPETUHANbHBIX WM 3afHen rManougHoM
MeMbpaHbl C CeTHaTKoi, 0cobeHHO Ha nepudepun, B CBA3M
C YeM KX MOJTHOe YAaseHMe 3a4acTylo HEBO3MOKHO W Conpsi-
JKEHO C PUCKOM SITPOreHHbIX paspbiBoB. Hanuune HoBoobpa-
30BaHHbIX M pacLUMPEHHbIX COBCTBEHHBIX COCYA0B CETYATKY
accouMMpoBaHO C PUCKOM MHTPa- M MOCTOMEpaLMOHHBIX
KPOBOM3NIUAHWIA, 3KCCyZauuW u penporudepauun. B cBasm
C BJmTenbHbIM cylecTBoBaHueM OC oTMevaeTcs eé purug-
HOCTb, WHTpapeTUHasnbHblA GUBPO3, pPETUHO-pETUHANbHbIE
CpaLLeHus, YTO B LIESIOM HEraTUBHO CKa3bIBAETCS Ha pesysib-
TaTax onepauuy.

[laxke npu ycnewHoM xupyprudeckoM nedveHun CIBP
OCTPOTa 3PeHUsl, KaK MpaBuio, OCTAETCA HU3KOM. MoBbl-
wenne MKO3 nocne onepauun Habnopaetcsa B 49-71,4%
rna3s [3-7], oaHaKo, CpeaHss 0CTpoTa 3peHuUst COCTaBAsAeT
ot 0,06-0,08 [3, 4] no 0,2 [6, 7]. B HawweM uccnenoBaHUM
npu ycnewHoM BMewatenbcTBe nosbilweHne MKO3 Ha-
bnopanock B 60% cnyyaes (8o 2-i cTagum — 83% rnas,
B 3-i — B 50%, B 4-t — B 28,6%). MpMn 3ToM ocTpoTa
3peHusa 0,1 n bonee pocturHyta Bo 2-i ctagum B 100%
cnyyaes, B 3-i W 4-i ctaguax — B 85,7 u 36% cnyvaes,
COOTBETCTBEHHO.

MonydyeHHble pe3ynbTaThl 000CHOBLIBAIOT Lienecoobpas-
HOCTb NPOBEJEHUS OMEepaTMBHOIO BMELLATENbCTBA MPU Ha-
JINYMM TPaKLMKM CeTYaTku BO 2-# u 3-1 ctagmax C3BP.
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3AKJIK4EHUE

lMoKasaHWA K XWPYPruyecKoMy JeYEHWI0 BbISBIEHbI
y 37,5% peten c C3BP, obpatusimxca B HMULL rnasubix 60-
nesHeit uM. lenbMronbLa.

AnaToMuyecKkue 1 QyHKUMOHaNbHbIE pe3ynbTaTbl BMELLA-
TENbCTBA KOPPENMPYIOT CO CTaamen 3abonesaHuns: Hanbonb-
was 3 deKTMBHOCTb HabnoaaeTca BO 2-# CTagmm, B 5-i cTa-
JWW omepauum HOCAT NPEeUMYLLLECTBEHHO OpraHOCOXpaHHbIN
Xapakrep.

[ins noBbiweHns apdeKTUBHOCTU NeyeHus HeobxoamMa
paHHss guarHoctuka C3BP, npoBeaeHue nasepkoarynauum
aBaCKYNAPHbIX 30H M aKTMBHbIX COCYA0B, YTO MO3BOJNIA-
€T 0CTaHOBMTb MpOrpeccupoBaHue paHHux ctaguin C3IBP
B 70-100% cnydaeB, a TaKkxe perynspHoe HabnwopeHue
NaLuMeHTOB A1 CBOEBPEMEHHOr0 BbISB/IEHWUA NOKa3aHWii
K BOMONHUTENBHOW Na3epKoarynsaLmm unu XupypruveckoMy
BMeLLaTesbCTBY.

AOMO/THUTENBbHAA UHOOPMALIUA

UcTouHuk duHaHcupoBaHus. ABTOpb 3asBAIOT 06 OTCYTCTBUM
BHELLHero GyHaHCMPOBaHWA NPy NPOBEAEHUN UCCIIEA0BAHNS.
KoHbnuKT uHTepecoB. ABTOpHI AEKIApUPYIOT OTCYTCTBME ABHbIX
¥ MOTeHUManbHbIX KOHQMIMKTOB MHTEPECOB, CBA3aHHBIX C NybnnKa-
LIMEeN HACTOALLLEN CTaTbM.
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