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OHT-aHrnorpaguvAa B gnarHOCTMKE N MOHUTOPWHIE
BbonesHn BecTa
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BonesHb becta — oTHocWTENBHO pepKanA hopma MaKynApHOV AUCTPOMN, XapaKTepU3YIoLL@ACA ABYCTOPOHHUM CTaAWUAHBIM TEHEHNEM.
Onucanbl cnydan hopMMpoBaHVA XopuouaansHoNM HeoBackynApHon membparbl (XHM) B npouecce passutvA 3aboneBaHusA, opgHako
WCTUHHAA 4acToTa JaHHOI0 OCIIOKHEHUA W TaKTUKa BEOEHVA TaKuX NauyMeHToB He onpefeneHbl. B nocrnepgHve rogbl B KIMHUYECHYO
NpaKTVKy aKTUBHO BHEOPAETCA HOBbLIN MepcrneKTuBHbIN MeTof obenepoBaHna — OHT-aHrnorpadma (OHTA). HenssasvBHbI xapakTep
1 beckoHTakTHOCTE OHKTA OTKPLIBAIOT LLUMPOKME BO3MOMHOCTY NMPYMEHEHA METOAA NPV PasnMYHON NaTonorum, B YacTHOCTY B AETCKOM
npaxTuHe. Llenblo paboTbl ABMNack oLeHKa nepcnekTuB ncnonb3osaHna OHTA B gvarHocTvke n moHuTopuHre 6onesxn Becrta. Ma-
LMEHTbI M MeToAbl. [1poBeAeH aHann3 JaHHbIX CTaHOAPTHOro KOMMEeKCHoro odTanbmonornyeckoro obeneposanna n OKTA 3agHero
nontoca rnasHoro Abnoka 5 naumeHToB ¢ 6onesHblo becta: 4 peten B Bo3pacTe oT 5 Ao 12 net n 25-neTHen HeHLWyHbI, Habniogato-
LericA no noBogy AaHHoro 3abonesBaHyA ¢ feTcHoro Bo3pacTa. PeaynbraTel. Y Bcex nauveHToB 3abonesBaHne HOCUNo OBYCTOPOHHWUI
xapaKTep. B 7 n3 8 mas (1 n3 10 rnas 6bin CKNoYeH 13 aHanvuaa BCeACTBME HanM4nA Ha MOMeHT 0bcnefoBaHyA OTCNONKM CeTHaTHM)
Bone3Hb Haxogunack B cTagun pesopbumm KucTel, B 1 — B cTagum BUTENNMAOPMHON KucTel, B 1 — B cTagum chopmurpoBanna pybua.
OcTtpoTa 3peHnsa Ha momeHT obcnegoBaHuA coctaBnana ot 0,02 po 1,0. HnuHuyveckn Hanvdve XHM moxHO Bbino npegnonosuTb
B 4 rnasax. [o gaHHbiM OHTA XHM BbeiABneHa B 7 cny4asax, B 3 U3 HUX OTMEYEHbl MPU3HaKM aKTUBHOCTM MeMbpaHbl. 3aKn4YeHue.
[NpoBenenve OHTA nossonuno yctaHoBUTb, 4T0 hopmupoBaHne XHM npu BonesHn Becta npovcxoguT yrHe B cTagum pe3opbumym K1cThbl
1 B MOMOBWHE CITy4aEB HE COMPOBOMKAAETCA PasBUTUEM KIMHWYECKVX CUMMITOMOB. VlccnefoBaHue No3BOMAET OLEHWTbL JIOKanvsauuio,
pasmepbl 1 aKTUBHOCTb MemMBpaHbl, YTo HeoBXoAMMO ANA MOHWTOPUHIA W OMPERENEHVA TAKTUKM NIeYeHUA AaHHOr0 OCNoXHeHuA. [po-
BefEeHVe AanbHenLINX VCCNedoBaHni No3BOIUT OMNPEAENNTL UCTVMHHYI0 YacToTy, hakTopbl pucka passuTuA U ocobeHHocTn XHM npu
HonesHn Becta, 4To obecrneyut paspaboTHy ONTUManbHOVM TaKTUKY BEAEHVA TaKyX MaLVeHTOB.
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ABSTRACT Ophthalmology in Russia. 2019;16(1S):79-84

Best's disease is a relatively rare form of macular dystrophy, characterized by bilateral staged course. The cases of the choroidal
neovascular membrane (XNM) formation in the course of the disease development are described, however the true frequency of this
complication and the management of such patients are not determined. In recent years, a new promising method of examination —
OCT — angiography (OCTA) — has been actively introduced into clinical practice. Non-invasive character and contactlessness of OHTA
open wide possibilities of its application in various pathologies, in particular, in pediatric ophthalmology. The purpose of this work was
to assess the prospects for using OCTA in the diagnosis and monitoring of Best's disease. Patients and methods. The data of the
standard complex ophthalmological examination and OCTA of the posterior pole of the eye were analyzed in 5 patients with Best's dis-
ease — 4 children aged 5 to 12 years and the 25-year-old woman observed for this disease from childhood. Results. In all patients,
the disease was bilateral. In 1 of 9 eyes (1 out of 10 eyes was excluded from the analysis due to the presence of retinal detachment
at the time of examination) the disease was at the vitelliform stage, in 2 — at the pseudohypopyon, in 5 — at the vitelliruptive stage,
in 1 — at the atrophic stage. Visual acuity at the time of the examination was from 0.02 to 1.0. Clinically, the presence of CNM
could be assumed in 4 eyes. According to OCTA CNM was detected in 7 cases, in 3 of them signs of membrane activity were noted.
Conclusion. OCTA provide detection that the formation of CNM in the Best's disease occured already at the pseudohypopyon stage
and in half of cases was not accompanied by the development of clinical symptoms. The study allows to assess the localization, size and
activity of the membrane, which is necessary for monitoring and determining the tactics of treatment of this complication. Carrying
out further research will determine the true frequency, risk factors for development and features of CNM in Best's disease, which will
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allow developing optimal tactics for conducting such patients.
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Bonesnp becra — orHOCKMTENbHO pepkas popMma MaKxy-
JIAPHOM JUCTPOUN C Ay TOCOMHO-TOMMHAHTHBIM TUIIOM Ha-
CJIeOBaHMA, KOTOPas, KaK IIPaBWIO, HOCUT BYCTOPOHHMI
xapakrep [1].

[TaToreHeTN4eCKON OCHOBOJ PasBUTHUS 3a00TeBaAHIIS
ABNACTCA AMUCPYHKLMA KIETOK IMIMEHTHOTO SIUTENA
cerdatkn (II9C), obycnonennas myranueli B rene BEST1,
KopupyoomeM 6emok 6ecTpo¢uH, KOTOPBIl JTOKAIU3YeTCs
B 6a3onarepaIbHOI MeMOpaHe YKa3aHHBIX KIeTOK. JlaHHbIe
MHOTOYMC/IEHHBIX VICCTIENOBAHUIL in vivo U in Vitro Ipope-
MOHCTPMPOBaIN, 4TO OecTpoUH OKas3bIBaeT BJIVMAHUE Ha
TPAHCONNUTEIMAIbHBIN IEeKTPUYECKUII MOTEHIVAT KIeTOK
II9C, a Taxxe perynmMpyeT BHYTPUKIETOYHBIN YpPOBEHb
Ca’* [2]. CnencrBuem pucdyHkumu GectpoduHa SBIsAET-
Cs MATONOIMYecKoe HAaKOIUIeHVe JIUIIO(YCIMHONIORO0OHOT0
BemlecTBa B KaeTkax II9C, a Takke MeXIYy HUM U C/I0€M
dotopenenitopos [1, 3]. TouHble MeXaHM3MbI pa3BUBAIOLIe-
rocs IaTOJIOTMYECKOro Ipolecca 1O KOHIIA He 0OBbACHEHBI.
B 4acTHOCTHM, OCTaeTCs OTKPBITHIM BOIIPOC, IOYEMy MYyTa-
uya BEST1 npuBoguT K maTonornyeckoMy HaKOIIJIEHUIO /TN~
nodycunHa B xiaetkax [I9C MCKIIOUUTEIPHO MaKyIAPHOM
obnactu [4].

XapakTepHoit 0cob6eHHOCTbI0 Goe3Hn Becra siBseTcst
CTaUITHOCTh TeueHM. Boigensror 5 craguit 3ab60meBaHms:
1) nmpeBnremMOpMHYIO CTafuio; 2) CTajui0 BUTE/UIU-

dhopMHOIT KUCTBL; 3) CTaUIO IICEBJJOTMUIIONNOHA; 4) CTANIO
pe30pOIuM COTEP)KMMOTO KUCTHI (MM CTafiui0 «B3OUTOrO
Alila»), VMMEONYI0 OBOJIBHO HOMUMOP(HYIO KIMHNIYe-
CKYI0 KapTyHY; 5) pyOLOBYI0, Win aTpodUIecKyIo, CTafNI0
[3]. CnemyeT OTMETUTD, YTO B YCIIOBMAX OIMCAHHOTO paHee
XapaKTepHOTo OMIaTepHOro MOpakeHusi 0(TanmbMOCKOIIN-
YecKyue M3MEHEHNsI 4aCTO aCMMMETPUYHBI, T.e. HEPeJKO Ha
[IAPHBIX IVIa3aX JUArHOCTUPYIOTCA pasHble CTafMU!U MATONIO-
TUYECKOTO IIPOIIECCa, ITO, OCCIIOPHO, TaKKe 00yCIOB/IMBa-
eT psiJ| MaTOreHeTMYECKIX HepellleHHBIX BOIIPOCOB.

Pannne craguu 6onesHn Becra xapakrepusyrorcs bec-
CUMIITOMHBIM TeUeHMeM — OOBIYHO 3ab0/eBaHMe BBISB-
JIAIOT CIy4YalfHO IIPY JVICIAHCEPHOM OCMOTpE JieTell B BO3-
pacTte 2-6 €T WIN IpY LieleHapaBIeHHOM 00CIeoBaHUN
JIeTell C OTATOIeHHBIM CeMelMHbIM aHaMHe30M. BO3HIMKHO-
BEHIIE JKal00, KOTOPbIe Yallle BCETO BKIOYAIOT B CeOsI CHI-
>KeHJe OCTPOTHI 3peHs WK MOsIBJIeHne MeTaMopdormcuii,
KaK IIPaBUIO, OTMeYaeTcsd Ha 4-11 M 5-11 cTagumu 601€e3HUn
Becra [1, 3].

V3BecTHO, 4TO TeueHue 6oe3Hn becta MoxeT conpoBo-
JKIATbCS PasBUTUEM XOPMOMAIbHON HEOBACKY/LAPU3aIIVIL.
JlaHHOE OCTIO)KHEHVE OTHOCAT K JJOCTATOYHO PEIKUM IIPOSIB-
neHVsIM (MMeI0TCs JaHHble 0 5%-HOil YacTOTe BbIsIBIEHIS)
U Yallle HaXOfAT B nocnenHent (arpodumyeckoit) craguu [1].
BmecTe ¢ TeM B NOC/IeHUE TOABL B IUTEPATYpe MOABIINCH
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eIVHUYHBIE COOOIeHNMs, IIOCBAILIeHHbIe OMMCAHNIO CIyda-
eB XOPMOWJA/IbHOJI HeOBacKy/sapHOi MeMmbpanb (XHM)
y meTeli ¢ 60mesHbio becta Ha 6onee paHHMX cTapuax [5-7].
Opnako nctTuHHasg yactota XHM 1 TakTuKa BeeHNs TaKUX
HALMIEHTOB He OIPeJie/eHbl.

OCHOBHBIMJI METOfAMM MHCTPYMEHTAJIbHOTO 00C/Ieno-
BaHMs IIALMEHTOB C IIOfO3peHueM Ha 6onmesHbp becra sB-
JII0TCA  97IEKTPOOKyIorpadus, perucrpauns ayTogioo-
pecLieHIMM ITIa3HOTO [HA, OITUYeCKas KOrepeHTHas TOMO-
rpadusa (OKT), dmoopecuentras anrmorpadus [1, 8-10].
K Hacrosmemy BpeMeHN AMAarHOCTMYECKMe MPU3HAKYU 3a-
60/eBaHVs Py IPUMEHEHNM TepeyulCIeHHbIX NHCTPYMeH-
TaJIbHBIX METOJOB OIMCAHBI JOCTATOYHO MOAPOO6HO. OfHAKO
Psf HepelLleHHbIX BOIIPOCOB, KACAIOLINXCSA HEKOTOPDIX HIO-
aHCOB IAaTOreHe3a U 0COOEHHOCTEN KIMHUYECKOTO TEUEHS
6one3Hn becra, a TakKe MOTPEOHOCTD B YAYYIIECHUN Kade-
CTBa MOHMTOPMPOBAHNS TaKMX MAIJMEHTOB CBUJETEIbCTBY-
I0T 0 HEOOXOAMMOCTH paCIIMpeHMs CIIeKTpa IPOBOAUMOrO
o6cmenoBaHns.

B nocnenHye rofpl B LIMPOKYIO KIMHUYIECKYIO IIPAKTHUKY
aKTVMBHO BHEAPSIETCS MPMHIUIINMAIBLHO HOBBII IIePCIIeKTIB-
Hb1I MeToft obcnenoBannsa — OKT-anruorpagpus (OKTA),
HO3BOJIAIOLIMIL [TOC/IONHO BM3YalIM3MPOBATh COCYABL CeT-
YaTKVU ¥ Xopuoupier 6e3 BHYTPUBEHHOTO BBeHEHMsS KOH-
TPaCcTHOTO BelljecTBa. HerHBa3uMBHbII XapakTep U 6eCKOH-
TaKTHOCTb METOJla CO3JJAI0T BO3MOXKHOCTD €T0 IIPOBeNeHMs
HE3aBMUCMMO OT OOILIeCOMaTMYeCKOTO CTaTyca MalllMeHTa,
IIpY 3TOM OTCYTCTBYIOT OTPaHMYEHNs, Kacalolyecs: 4acTo-
TBI 00C/IENOBAHMA, @ TAaKXKe OTKPBIBAIOTCS LIMPOKUE BO3-
MOYXHOCTY IIPMMEHEHVsI METOfIA B JeTCKOII IIPaKTHUKE, B TOM
YJCIIe Y leTelt MTafilero Bo3pacTa.

Llenbio paboOTHI ABUIACH OLJeHKA IIePCIIEKTUB UCIIOIb30-
Banusa OKTA B gumarsocTuke u Mo-
HuTOpuHre 60me3nu becra.

NALUMEHTBI U METOAbI

Beutn  obcmemoBaHbl 4 pe-
6eHka B Bo3pacTe OT 5 ;o 12 met
u 25-7meTHAA >KeHIIMHa. Tpoe u3
mereit obparmwiuce B8 MHUI Tb
uM. leZbMrosbiia BIIepBble, YacTb
UX HUX — B CBSI3U C BBIB/ICHUEM
U3MEHEHNUII Ha [JIA3HOM [IHe IpU
AUCIIAHCEPHOM OCMOTpE [0 MeCTY
JKITENTbCTBA, YaCTh — B CBA3M C II0-
sIBJICHIEM >Ka/100 Ha CHIDKEHNe 3pe-
HUs. Y OFHOTrO M3 fieTeir u 25-metT-
Hell O KeHIUMHBI 6onesHp becra
OblTa  OMAaTHOCTMPOBaHa  paHee.
Odranpmonornueckoe 06cmenoBa-
HIle BK/IIOYAJI0 BU3OMETPUIO, 6HO-
MUKPOCKOINIO, O(TaTbMOCKOIINIO,
anextpookynorpaduio, OKTA.

IIpu BoaBnennu XHM ee ak-
TUBHOCTb OLIEHMBA/IM HAa OCHOBA-
HUM KJIMHMYECKUX, a TaKXe KOC-
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BenHbIXx OKT-anrnorpadumyaeckux Kpurepres, K KOTOPBIM,
IO TAHHBIM JIUTEPATYPbI, OTHOCST:

- BBICOKYIO IVIOTHOCTD COCY/IOB, MX BETBJIEHMIL, ITepude-
PUYECKUX apKaj ¥ IeTeb, YTO IpupaetT MeMbpane hopmy
«(heCTOHYATOrO KOJIeca» MM «Kopamia» (B TO BpeMs Kak
B HEaKTVMBHBIX MeMOpaHaX KOHIL|EBblE COCY/bl VIMEIOT BIJ
«3VIMHETO JiepeBa», T.e. OTCYTCTBYET aHACTOMO3MPOBAHIE
C OKPY>KAIOLIVMMI COCY/JaMU, KOHI|eBbIE COCY/bl 3aKaHYMBA-
J0TCS CTIETO);

- HaJIM4le TEMHOTO TIMIIOXOT€HHOTO KOJbI[d BOKPYT
MeMOpaHbl U pasMep rrorasy (4eM GOJIbIIe IIIOIA/Lb, TeM
601bllIe aKTUBHOCTH) [10].

PE3VIbTATDI

ITaTOorHOMOHMYHBIM IpU3HAKOM OonesHu Becra cramo
CHIDKeHUe Koadduinenta ApfieHa M0 JaHHBIM 37IEKTPOOKY-
norpauim y Bcex 00C/Ie[OBaHHbBIX IAIIEHTOB.

OcTtpora 3peHus ManyeHToB Ha MOMEHT 00CIeOBaHs
cocrassna ot 0,02 go 1,0, mmTebHOCTD 3a00€BaHUA OT
MOMEHTA €r0 AMAarHOCTMPOBAHMA — OT HECKONbKUX MecdA-
1eB fo 20 jeT.

YV BCeX ManmeHTOB 3a00jIeBaHNe HOCUIIO JBYCTOPOHHMIL
xapakTep. 1 13 10 I1a3 IATH MALMEHTOB ObUI UCKTIOYEH 13
aHa/IM3a BCIENCTBIE HA/IMYMA HA MOMEHT 00C/IeOBaHNS OT-
CTIOMKU CEeTYATKINA.

I[To gaHHBIM 0P TATBMOCKOIIIMYECKOTO 00C/IE[OBAaHNS B 1
u3 9 1/1a3 60/Ie3Hb HAXOAW/IACH B CTAANU BUTEINPOPMHOIL
KUCTBI, B 2 — B CTa[UM TICEBJOTUIIONNOHA, B 5 — B cTagumn
pesopbiun KUcTsL, B 1 — B ctagnu popMupoBaums pyodiia.

Knuaudeckn nammume XHM (kano6bl Ha CHUDKEHUE
OCTPOTBHI 3peHM, PeTNHAIbHbIE KPOBOU3IMAHUA PALOM CO
CKOIIeHNeM JTUMO(YCIIMHOIOZ00HOT CyOCTaHINM) MOXHO
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Puc. 1. HanHble OHTA pebeHra c BonesHblo Becta B cTagum NceBOOrMNonMoHa — aKTUBHaA
XHM B crnoe xopvonganbHbix cocygoB. A — MOBEPXHOCTHOE KanwmniApHOE CMMETEHWE CETYaTHU;
B — rnyboKoe KanunnApHoe crneTeHve ceTyaThu; B — ypoBeHb HapyHHbIX CnoeB ceTyaThu; I —

Fig. 1. OCTA of child with Best disease, pseudohypopion stage — active CNM on choroidal layers.
A — superficial capillary retinal plexus; b — deep capillary retinal plexus; B — outer retinal layers;
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Puc. 2. [JanHble OKTA peberka c 6onesHblo Becta B cTaguu nceBpormnonvoHa — HeaktueHaA XHM B crnoe xopuvonpanbHbix cocyfoB. A — no-
BEPXHOCTHOE KanuifApHOE CrneTeHne cetyaTthy; b — rnyBoKoe KanunniAapHOe CrifeTeHne CeT4aTii; B — ypoBeHb HapyrKHbIX CMOEB CETHaTHW;

[ — xopvongea

Fig. 2. OCTA of child with Best disease, pseudohypopion stage — inactive CNM on choroidal layers. A — superficial capillary retinal plexus;
B — deep capillary retinal plexus; B — outer retinal layers; [ — choroidea
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Puc. 3. [JanHblie OHTA peberka c bonesHbio becta B ctagum BUTENNMdOPMHOA KACTbI. A — NOBEPXHOCTHOE KanuiAPHOE CNNETEHVE CETHATHM;
B — rnyBoKoe KanunnApHoe cnneTerve ceT4aTky; B — ypoBeHb HapyHHbIx cnoeB ceT4aThu; [ — xopuongea

Fig. 3. OCTA of child with Best disease, vitelliform stage. A — superficial capillary retinal plexus; b — deep capillary retinal plexus; B — outer

retinal layers; ' — choroidea

OBIIO MPEJTIONOXNUTD B 3 T/Ia3ax, B TO BpeMs KaK 110 JAHHBIM
OKTA XHM BbisiBneHa B 7 cnyvasnx (Ta6m. 1).

B 3 us 7 cny4aes, cormacHo kocseHHbIM OKT-anrmo-
rpadpudeckum kputepuam, XHM HocuIa aKTUBHBII Xapak-
tep (puc. 1).

B 4 ocTtaBmuxca cinydaax BbiabneHHyo XHM pacuenn-
Ba/IM KaK HeaKTUBHYIO (puc. 2).

CrnenyeT OTMeTUTD, 4TO B ciydae oTcyTcTBMA XHM mo
manubiM OKTA He ompepernsinoch Kakux-mmbo 0cob6eHHO-
CTell COCYAMCTOIO PUCYHKA CeTYATKM M XOPMOMJEH, 3a UC-
KITIoYeHVeM 3G peKTa «9KpaHUPOBAHM» 3a CUET CKOTIICHNUS
ymmodycuuHa Ha ypoBHe XOPMOKAIWUIAPOB (puc. 3).

Ba)kHO OTMETUTb BBICOKYIO OCTpOTy 3perus (0,8-1,0)
U OTCYTCTBIE >KaJ00 Y MAIMIeHTOB B 4 C/Ty4asiX BbIABICHUSA
XHM, 4TO CBUETENHCTBYET O BBICOKON YacTOTE 6eccuMIl-
TOMHOTO XapaKTepa pasBUTUA JTaHHOTO OCIOXKHEHMA IpU
6onesun becra.

SAKNIOYEHUE

ITpn nposegenvy OKTA y manmeHToB ¢ 60I€3HBIO
Becta BbIsfBlIeHa 0ojiee BBICOKAs, YeM IIPeAIONAraaoch
KIMHMYeckn, dactora XHM. YcraHoBneHo, uto dopmu-
posanue XHM npoucxoput y>xe B CTafiuy ICEBJOTUIIONN-
OHa U B TIOJIOBMHE CIy4aeB He COIIPOBOX/AeTCA PasBUTHEM

L.A. Katargina, E.V. Denisova, N.N. Arestova, T.B. Kruglova, N.A. Osipova, 0.V. Novikova
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KHMdecknx cumnTtomoB. Ilposenenne OKTA mnosBomm-
710 He TOJBbKO BBIABUTDH MM MOATBepAuTh Hammune XHM,
HO U OLIeHUTDb JIOKa/IM3aLMIo, pasMephl 1 aKTMBHOCTb MeM-
OpaHbI, YTO HEOOXOAMMO /1T MOHUTOPVHTA U OIIPefieNeHNUs
TaKTUKM JIeYeHNA JAaHHOTO OC/IOKHEHMA.

Cunrtaem wnenecoobpasueiM mposefeHre OKTA Bcem
HalyeHTaM ¢ 60mesHblo becTa, HaYMHAaA CO CTAIUM MCEBO-
TUIIONMOHA, /I BBIABIeHMA CyOkmmHudeckoit XHM ¢ mo-
CTIeAYOIMM JMHAMUYECKVM HaOMIoNeHneM B 3aBUCYMOCTI
OT XapaKTepa BBIABIEHHBIX M3MeHeHMiT. Heobxopyumo mpo-

2019;16(15):79-84

BefieHNe Ja/IbHEIINX VICCTIeOBAaHMIA /IS OIpefieleHns MC-
TMHHOJ YaCTOTHI, PaKTOPOB PNUCKA PasBUTUA U 0COOEHHO-
creit XHM npu 6onesun becra, 4To 03BONMUT paspaboTaTh
OIITYMA/IbHYIO TAKTUKY BeJIeHN TaKUX IAI[MEHTOB.

YYACTUE ABTOPOB:

Karapruna JI.A. — Hay4HOE peflaKTUPOBaHNeE;

Jlenncosa E.B. — nay4noe peakTupoBanme;

Apecrosa H.H. — HayuHoOe peflakTupoBaHue;

Kpyrnosa T.b. — nay4Hoe peffakTupoBaHnue;

OcnnoBa H.A. — narmcanme tekcTa, obopmnerne 6ubmorpadui;
Hosukosa O.B. — noproToBka mumocTparuit.
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