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Ileav pabomosr — oyeHumsb pe3yasmamol 2eHHOU MePanuu NPenapamom Ha 0CHO8e PeKOMOUHAHMHO20 A0eHOACCOUUUPOBAHHO20 BU-
PYCcHO20 6ekmopa sopemueen Henapeosex (BH) y demeit npu cpoke nabarodenus 1, 3, 6 u 12 mec. Mamepuaa u memoowt. B uccredosanue
exarouero 6 demelit (12 ena3z) 6 o3pacme om 5 0o 15 aem c noomeepicoennoil 6uanrteavroii mymayuell 6 eehe RPE6S, noayuasuiux aeverue
BH (Luxturna, CIIIA). Dghgexmusnocms neuenus oyeHu8aIact ¢ NOMOWBIO CHEUUAAbHBIX GONPOCO8 NO OPUEHMAYUL 8 NPOCMPAHCMEEe
npU pa3nu4HbIX MUnax oceewjenHocmu, nepumempuu no 1oav0many, MuKponepumempuu, 0CmMpombyl 3perus ¢ MaKCUManbHol Koppekuyue
(MKO3), anexkmpopemuroepammot (D PIl) u 3pumenvruix evi36annbix nomenyuanos (3BI). /s oyenku cmpykmypbl cemuamiu UCnoAb-
306anack yeumpanvras moawuna cemyamu (L[TC) no dannsim onmuueckoil koeepermuoti momoepaguu. Pesyavmamut. Y 6cex demeii
OMMeUaNUch cy0seKmueHble USMEHEHUs, 3DUMENbHO20 B0CNPUSMUS 8 BUOE YAYHIUEHUS OPUEHMAYULU 8 MEMHOME U CYMEPKAX, KOHMPAcmHOCHU
U 3pumenbHoll ukcauuu y 00H020 pebeHKa ¢ U3HAYAAbHO HU3KOU 0cmpomoil 3penus. Y 4 uz 6 nayuenmog (8 enas) 3a nepuod Habawoerus
OMMeueHo pacuuperue noaeil 3penus, npudem y 2 nayuenmog — 3Hauumenvroe, y 2 nayuenmos (4 enasa) noas 3peHus: 0o aevenus He Oviau
CYJHCeHbL U NOCAE AeHeHUs] OCMABAAUCH MAKOBLIMU HA NPOMAICEHUU 6ce20 nepuoda Habatodenus. Cpeonss c6emosas wy8cmeumenbHOCHy
cemuamiu u nokasamenau guicayuy y 3 nayueHmos 3Ha4UmMenAbHo YAVHUUAUCS nO 0aHHbIM Mukponepumempuu. MKO3 y ecex uccaedy-
eMbIX 0cmasanacy cmabuAbHOU UAU He3HAYUMEAbHO MEeHAAACh HA NPOMAdNCeHUU 6ceeo uccaedoganus. M3 8 enas ¢ ne peeucmpupyemoil
0o aeuenuss IPI 6 6 enazax nocne eésedenus BH Pl wacmuuno éoccmarnasauganace 6 pastote cpoxu om 1 do 12 mec. YV ecex nayuenmos
Hab0anoce maxice yseauuerue amniumyowt komnonenma P1 3BII na nammepn u P2 3BII na écnbiuiky, umo ceudemenscmeyem o no-
BblULEHUL AKMUBHOCMU 8 NPOEK YU 3pUMEeNbHOU KOPbl Ha (hOHe 80CCMAHO8AeHUs 3pUmenbHoo yukaa. locmosephvix usmenenuil L[TC ne
eviaeneno (p = 0,9). Ocaoxuchenus u Hexceramenvivle aeienus ommeuenst 6 9 (75 %) enazax: xopuopemunanivHas oucmpopus 6 mecme
66edeHuss npenapama y 3 nayuenmos (5 enas), MHO20QOKYCHAS HYMMYASAPHAS XOPUOPeMUHAAbHAS ducmpogus y 2 nauuenmos (4 eraza),
JAOKAAbHYLIL DNUCKAEPUM — @ 00HOM 2Aa3y, MPAH3UMOPHOe NOGbleHIe BHYMPULAA3H020 dasaenus Y 2 nauuenmos (3 eaasa), 10KaabHoe
NOMYMHeHUe XpyCmaiuka y 00H020 nauuenma (00uH 2aas). 3axarouenue. Pesysbmamot 20006020 HAOAHOEHUS POCCULICKUX NAUUCHMOB C
RPE65-ces3anHoll HacaedcmeeHHOU hamonoauell cemuamiu nocae aevenus BH demoncmpupyrom cmabuauzayuro u yayuuieHue 3pumenbHux
@yHKYULL, Ym0 0COOEHHO 8ANCHO 015 3A6€00MO OOPEUEHHBIX NAUUEHINO08 C NPOPECCUPYIOUWUM XAPAKMepoM 3a004e6aHUS.
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First results of long-term follow-up of children

in Russia after gene therapy for hereditary retinal
dystrophies associated with biallelic mutations
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Purpose: to evaluate the results of gene therapy by the recombinant adeno-associated viral vector voretigene neparvovec (VN) in
children with follow-up periods of 1, 3, 6, and 12 months. Material and methods. The study included 6 children (12 eyes) aged 5 to 15 with
a confirmed biallelic mutation in the RPEG6S5 gene, treated with VN (Luxturna, USA). Treatment efficacy was assessed by surveying which
included questions on spatial orientation under various types of illumination, Goldman perimetry, microperimetry, best corrected visual acuity
(BCVA), electroretinogram (ERG), and visual evoked potentials (VEP). To assess the structure of the retina, the central retinal thickness
(CRT) was evaluated by optical coherence tomography. Results. All children showed subjective changes in visual perception, including improved
orientation in the dark and twilight, and improved contrast. In one case, the child with initially low visual acuity showed improved visual fixation.
In 4 patients out of 6 (8§ eyes), an expansion of the visual fields was noted, including 2 cases who displayed significant expansion thereof.
In 2 patients (4 eyes), the visual fields were not narrowed and remained so throughout the entire observation period. Mean light sensitivity of
the retina in 3 patients and fixation indices in 1 patient improved significantly as shown by microperimetry. BCVA remained stable throughout
the study or changed insignificantly. Initially, ERG could not be detected in § eyes, but after an VN injection, 6 eyes demonstrated a partial
recovery at different times — from 1 to 12 months. An increase in the amplitude of the P1 component to pattern VEP and P2 component to flash
VEP was observed in all patients, which indicates an enhanced activity in the projection of the visual cortex after the restoration of the visual
cycle. No significant changes were revealed in CRT (p = 0.9). Complications and adverse events were noted in 9 eyes (75 %): chorioretinal
dystrophy at the injection site in 3 patients (5 eyes), multifocal nummular dystrophy in 2 patients (4 eyes), local episcleritis in 1 eye, transient
increase in intraocular pressure in 2 patients (3 eyes). Conclusion. The results of a one-year post VN treatment follow-up of Russian patients
with RPE65-associated inherited retinal disease demonstrate stabilization and improvement of visual functions, which is especially important
for otherwise incurable patients with a progressive course of the disease.
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retinitis pigmentosa; genetics, ophthalmology
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T'en RPE6 (peTHHOUI M30MEPOTUAPOJIa3a) pacooXeH
Ha xpomocoMe 1p31.3 u Koaupyer 6eJIOK ¢ MOJICKYJISIPHOM
Maccoi 65 kJla, KOTOPbIii 9KCIIPECCUPYETCST B MATMEHTHOM
snutenuu cetyatku (IMIDC) [1, 2]. DToT OesoK sABIsIeTCS He3a-
MEHUMBbIM, KPUTUUYECKH BaXKHBIM KOMITOHEHTOM 3PUTETLHOTO
LIMKJIa, TOCKOJIbKY OH TMpeBpalliaeT, MOCPeJACTBOM U30MEPU-
3alMU U TUAPOJIN3a, MOJHOCTbhIO TPAHC-PETUHUIIOBBIN 2hUp
B 11-umc-perunon [3]. Hapymenue padorsl RPEGS BieueT 3a
co00il paznIuyHble HAPYIIEHUs 3pUTEJbHOTO LIUKJIA, TPOUC-
XOJUT HaKOTJIEHUE ONCUHA B (hOTOpeLeNTOpaX U TOKCUYHBIX
s¢pupoB perunuia B [19C, yTo npuBOAUT K 1TOoTepe GYHKIIUU
(oTopelLenToOpoOB U UX MPOrpecCUpyIolleii qereHepanuu [2].

BuannenbHbie MyTanuu B reHe RPE6S5 cBs3aHbI ¢ He-
CKOJbKUMHU (PeHOTUNMUYECKUMU (hOpPMaMU TSIXKEJIbIX Ha-

ciaeactBeHHbIX auctpoduit ceruatku (HC): ayrocomHo-
peLeCcCUBHBIM BPOXIACHHBIM amaBpo3oM Jlebepa 2-ro Tuna
(BAJI 2), ayToCOMHO-PELIECCUBHBIM ITUTMEHTHBIM PETUHUTOM
(ITP) 20-ro Tvna u ayTocOMHO-IO0MUHAHTHBIM [1P 87-ro Tuna
C nmopaxeHueMm xopuoujeu [4]. DTu 3abojieBaHUS XapaKTe-
PU3YIOTCS HEOOPATUMBIM MPOrPECCUPYIONIUM CHUXEHUEM
3pUTEJbHBIX GYHKUMI U TPUBOAST K CJIETIOTE B IOBEHUJILHOM
1 B3pOocCaOM Bo3pacTe. KiimHMYecKue Mpu3Haku, BO3pacT
Hayajla U CKOpOCTbh mporpeccupoBaHusi RPE6S5-cBsi3aHHOM
HAC cunbHO BapbUpPYIOT B 3aBUCUMOCTH OT OCTATOYHOM
dyHkuun pepmenrta (6enka RPE 65), KonuuecTBa XU3HE-
cnocoOHbIX KieTok [13C u dpoTopenentopoB. OTCYTCTBYET
YyeTKas KOppessiius MexXay KIMHUYeCKO KapTUHOM U TUTIOM
myTtanuu [5].
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BAJI 2 n ayrocoMHo-perieccuBHblIi [TP 20-ro Trna — Kpaii-
He peakue 3ab6oJieBaHus, BcTpevyatores oT 1,2 10 2,37 Ha 100 000
uort 11,09 no 26,43 Ha 100 000 yeoBeK cOOTBETCTBEHHO [6]. Elie
peke ompenessieTcsl ayToOCOMHO-IOMUHaHTHBINM 1P 87 Tuna ¢
nopaxeHueM xopuousaeu [7]. Munzapas Poccuu Bkiounst BAJT
B IiepeveHb peakux (opdaHHbIX) 3a00JieBaHuUii [8].

B nocneaHue necatuaeTvsi Mpou3olies HacTOSIIIUIA Mpo-
pBIB B Bo3MoxXHOCTsX JeueHust HIAC, cuuTaBimxcst paHee He-
U3JIeYMMBbIMU. B KIIMHNYECKYI0 TPaKTUKY O(DTAIbMOJIOTOB ObL1a
BIEpBbIe BHEApPEHA MaTOTEHETUYEeCKM 0OOCHOBAaHHAsI TeHHas
tepanust HIC, BbI3BaHHBIX OMAJIJICIbHBIMY MYTallUSIMU B T€HE
RPE65[9—15].

AytocomHo-perieccuBHble HIC — naeanbHble KaHAUIATHI
JUTSI TEHHO3aMEeCTUTEIbHOM TEPAINUM, T.K. IJ1a3 SIBSIeTCS UMMYHO-
KOMTIETEHTHBIM OPTaHOM, YTO UCKJTI0UYAET CUCTEMHYIO PeaKInio
opraHu3Ma U 1aeT BO3MOXHOCTb IMTPOBECTU TAPTETHYIO TOCTABKY
reHetuyeckoro marepuana [16]. B ciayuae BAJI 2 u ITP 20-ro Tumna
TeHHas Teparus JoCTaB/sIeT MUHTAKTHYIO, (DYHKIIMOHUPYIOIILYIO
KOIUIO 1e(PEeKTHOro reHa, odecreuyrBasl TPaHCKPUITLIMIO OelKa
B kietkax [1DC u BoccTaHOBAEHME 3pUTEIbHBIX (DYHKIIMI 3a
CYeT aKTMBALIMU 3PUTEJLHOTO 1IMKJIa. B KauecTBe «Kypbepa» Mo
JIOCTaBKe T'eHa MCIOJb3yeTCsl KariCu1 Ha OCHOBE aZleHOACCOLIM-
HMPOBAHHOTO BUPYCHOTO BEKTOPA.

Boperuren HenapoBek (BH) comepxur JHK ¢ komu-
pyolleii mocienoBaTeibHOCThIO TeHa RPEGS, conepxaiieil B
PEKOMOMHAHTHOM aJIeHOACCOLIMMPOBAHHOM BUPYCHOM BEKTOPE
cepotun 2 (AAV2) [12]. [Ipenapat BH (Luxturna, CIIIA) nporien
MOJIHBIMA UMK KJIMHAYECKUX UCTIBITAHUI OT UCCIICIOBAHUI Ha
JKUBOTHBIX MoJieJIsiX [ 17—19] mo uccnenoBanust 3-it haswl [12—14]
u onobpeH peryiasiropamu CIIIA (FDA) u EBpocotosa (EMA)
B 2017 1 2018 IT. COOTBETCTBEHHO B KAYECTBE F'€HHOI Teparnuu
BAJI 2 u ITP 20-ro tina, cBI3aHHBIX ¢ MyTalueii B reHe RPEGS.

B Hacrosiee BpeMs B 3apy0eKHOI HaydHOI JIMTepaType
“HGbOPMAaLIMS O KITMHUYECKUX Pe3yJibTaTax JJeueHUsI MpernapaTom
BH B ocHOBHOM MpeacTaBieHa OTYeTaM1 O KIMHUYECKUX UCTTbI-
taHusx [9—11], B ToM uncie paHAOMU3MPOBAHHBIM KOHTPOJIM -
pyeMbIM uccienoBaHueM [12—14] u HeOOIbIIUM KOJUYECTBOM
COOOIIEHUT 0O TPUMEHEHMU TIpernapara B CEpUM KIMHUIECKUX
cllydyaeB, TIPOBEICHHbBIX B pa3HbIX cTpaHax [15, 20—24]. OnHo-
KpaTHasl cyopeTuHalbHasl uHbeKUMs1 BH npuBonuna x yiayd-
IIEHUIO 3pUTENbHBIX (DYHKIIMI B CPOK 10 7,5 roga y yesoBeKa
u He MeHee 10 JieT Ha XKMBOTHBIX MOJEJISIX, 00Jee JIUTETbHbIX
HaOJIIOICHUIT HA CETOMHSIIIHUIM AeHb HeT [25].

B 2021 r. s HMUL I'b um. 'eapMrosbiia ObUIU CO3MaHbBI
YCJIOBMSI 17151 TPOBECHUSI TeHHOM Tepanuu, KOTOpble BKIIOYAIOT
crenraibHble YCIOBUSI XpaHEHMST U TOATOTOBKY Tpernapara,
OCHAIlIeHHWE OIepallMOHHON U 0COOEHHOCTU MocJieornepalu-
OHHOTO BelleHUsI MallMeHTOB. BbicOKOKBaIMbUIIMPOBaHHbBIE
o(TaTbMOXHPYPIU MPOLUIK 00yUYeHUe HaBbIKY BBeaeHUst BH [8].
B Poccuu paHee He mpoBoAMIach FeHO3aMECTUTEIbHAsI Teparius
npenaparom BH y nauuenToB ¢ HIC, BbI3BaHHBIX OMaIeIbHOM
MyTaiueii BreHe RPE65. B 2022 r. npeactaBiieHbI IIepBbIe MTPeji-
BapUTeJIbHbIE Pe3yabTaThl TEHHON Tepanuu 3a OTHOCUTEIbHO
KOPOTKMI1 ITeprojl BpeMEeHU, KOTOPbIE YXKe MOKa3bIBaJId BEKTOP
ITOJIOKUTEIbHOM TMHAMMKH Y TAPTETHBIX MMALIUEHTOB [26].

HEJIb paGoThl — OLIEHUTb pe3yJbTaThl TEHHON Tepanuu
MpernapaToM Ha OCHOBE PEKOMOMHAHTHOTO a/JIeHO0aCcCOLIMUPO-
BaHHOroO BupycHoro BekTopa BH y xoroptsl aeteit uz Poccun
Mpu cpoke HabmoaeHus 1, 3, 6 u 12 mec.

MATEPHUAJ 1 METO/IbI

KiuHuko-GbyHKIIMOHATbHbIE UCCIEAOBAHUS U CyOpeTH-
HaJIbHOE BBEICHUE Mpernaparta Obuii mpoBeaeHb! Ha 6aze HM UL
rJla3HbIX Oosie3Hel M. ['elbMrosibLa B CTPOroM COOTBETCTBUM
¢ MpUHUUNAMU XeJIbCUHKCKOM IeKJIapaluyy U ObUTH 0J00peHbI

stuyeckum komurerom HM UL I'b um. I'enbMronsua. [armeHTs
U X POUTENN / 3aKOHHBIE MPENCTAaBUTENM ObLIU MH(MOPMUPO-
BaHbI 00 y4yacTUu B ucciienoBaHuu. MHGopMUpOBaHHOE MUCH-
MEHHOE€ corjiacue ObLIO0 MOJYYEeHO OT poauTeiel / 3aKOHHBIX
MpeAcTaBUTeNei BceX y4aCTHUKOB MCCIIeIOBAHMS.

O06ce0BaHO U TTpoJiedyeHo 6 mauueHToB (12 ria3) B BO3-
pacte ot 5 mo 15 set (B cpenteM, 9,80 * 4,56 romna) ¢ BAJI 2 ¢
MOATBEPKACHHON OuaieibHO MyTalueil B reHe RPE6GS, B
TOM 4yucjie 5 1eBoYyeK U 1 MajJbyMK C IPEeUMMYIIECTBEHHO MU-
onuyeckoi pedpakuueit, cheposkBuBanieHT (CD) cocTaBisii
oT +2,6 1o -9,5 antp (B cpenHem -4,38 &+ 4,10 anrp) (tabdi. 1).

Bce manueHThI IpOXOaMIM 00CIeA0BaHKEe A0 ONlepalluu 1
yepes 1, 3, 6 u 12 Mec mocie BBeaeHUs rpernapaTa. O6cae0BaHe
BKJIIOYAJI0 OIPOC POAMUTEJICH U AeTei, CTaHAAPTHBIC U CIIELIM-
aJbHbIe METO/IBI.

Pe3ynbTaThl ieueHUs1 OLICHUBAIU C TOMOIIbIO ONIPEIeIeHUST
MaKCUMAaJIbHOM KOppUTMpOBaHHOI ocTpoThl 3peHust (MKO3),
nepuMeTpuu no ['oabaMaHy U MUKPOIIEPUMETPUH.

OnpeneneHue nepudepuieckrx rpaHUlL MoJeil 3peHus Mo
T'onbaMaHy IPOBOAMIIOCH B fMHAMUKe y 6 aeteii (12 rnas) ¢ uc-
MOJIb30BaHKEM CTUMYJIa pasMepoM I114e MmeTonoM KuHeTH4YeCKOoi
MepuMeTPUHU Ha KoMITbloTepHOM repumetpe Octopus 900 (Haag-
Streit Diagnostics, LlIBeiiliapus), oueHMBaIUCh apuMETHUIECKIE
CYMMBbI KHHETUYECKHUX U30MITeP M0 16 MepuaraHaM.

MuxkponepumeTpust Ha anrapate MP-3 (Nidek, AnoHust)
MPOBOAMJIACH B ME30MUYECKUX YCIOBUAX 3 marmeHTaM. Orie-
HUBAJIACh CPEJHsISI CBETOBAasl YyBCTBUTEJIBLHOCTh B 45 TOuKax B
npenenax 12° ot rouku pukcauuu (posea) — KoHPUrypaLust
Maculopathy; nmoporoBast crparerust 4—2. CTabMJIbHOCTb M-
HaMMYeCKON (pUKCaAllMM OLIEHUBAJIM KOJMYECTBEHHO MyTeM
M3MEPEHMSI TJIOIAAN BJUITUIICOB AByXMepHOro KoHTypa (BCEA),
KOTOpBIE OXBaThIBAIOT 68 1 95 % ToueK (hUKCcaAIUN.

Perucrpanust anekrpoperruHorpaMmbl (DPI) u 3puTebHbIX
BbI3BaHHBIX MoTeHIManoB (3BIT) ocyiiecTisiiach Ha armnapar-
HO-IIPOrpaMMHOM KOMILUIeKce «DnekrpopetruHorpad» (MBH,
Poccust). BeimonHsinack noynHomnojbHass DPI o ctanmapram
MEXXIYHapOIHOTO O01IECTBA KIMHUYECKOM (DH3UOJOTUH 3pEHUS
(ISCEV). MakcumaibHas (0011asi, KoJ004KOBO-MaJI0YKOBas)
DPT perucrprpoBaiach Ha CTUMYJI SIPKOCTbIO 3,0 Ki1/M?2, TIpeIb-
sBJiteMblii ¢ yactortoii 0,5 ', BeicokoyacToTHast purMudecKast
OPT (POPT Ha 30 I't) perucTpupoBaiuCh HA CTUMYJI SIDKOCThIO
3,0 kn/m?, ipeabsiBisieMoii ¢ yactotoit 30 I'i.

Peructpanus 3BI1 BoimosnHsaack no crannaptam ISCEV.
3BI1 Ha peBepCHBHBII MATTEPH C pa3MePOM IIaAXMATHOTO MaTTep-
Ha 15°, 30’ u 1 yrioBoii rpamyc perucTpUupOBaiCh IPU OCTPOTE
3peHus Boiie 0,1, a 3BI1 Ha BcnbIIKy sipKkocThio 3,0 Kiu/mM?> —
pu octpote 3peHus 0,1 1 HUXKe, He O3BOJISIONIEH CTaOUIBHO
GUKCHUPOBaTh B30P.

7151 oLleHKY 6€3011aCHOCTH JIEUEHU S U COOTBETCTBUSI KPU-
TEpUsIM BKJIIOUEHUsI BCEM MallMeHTaM MpOoBeieHa ONThYecKast
korepeHTHas Tomorpadust (OKT), ayrodaoopecueHIus ria3-
Horo aHa (FAF) u dotoperucrparius riaazHoro nHa (89° u 163°)
Ha MyJIbTUMOAaNbHOM M1aTopme Mirante (Nidek, SnoHust) ¢
KCIOJIb30BaHUEM IporpaMmMHoro oobecrieyeHust Navis-EX 1.8.0.
LenTtpanbHyto TonuHy ceryatku (LITC) uzmepsuin B hoBea B
30He IMaMeTpoM | MM (CpemHsisl TOJIIMHA CETYATKU ), UCTIONb3Ys
MPOTOKOJI cKaHupoBaHusl Macula map.

B ®I'BHY «Meauko-reHeTUUeCKrii HayuHblii LIEHTP WM.
akan. H.I1. boukoBa» Ha mepBOM 3Tare BCceM MaldeHTaM Ipo-
BEJIEHO MOJIEKYJISIPHO-TEHETUYECKOe UCCIeTOBAHUE METOAOM
CeKBeHUpoBaHMs nociaeaHero nmokojaeHust (NGS) ¢ mocnenyoeit
BaJIMIALMEN METOIOM TIPSIMOTO CEKBEHUPOBaHUsI o CaHTepy Ha
ceMeifHOM Matepuajie: mpodaHd, poaUTeIr MpodaHaa, POIHbIE
Opatksi TpobaH1a (1Mo IMoKa3aHUsIM). Y BCeX MallMeHTOB BbISIBJICHbI
M3MEHEHUsI HyKJIEOTUIHOI IOCIe10BaTeIbHOCTH B TeHe RPEG6S.
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ITpoBoauCS ONMpoOC MAllMEHTOB WX MpeAcTaBUTeNei
MalueHTa il yTOUHEeHUsT CITIOCOOHOCTEN caMOo0OCTy>KBaHUS
00JIbHBIX (OpUEHTALIMSI B IPOCTPAHCTBE, CIIOCOOHOCTh 00y4YaThCst
U IIpoyee).

Bce maiueHThl COOTBETCTBOBAIM KPUTEPUSIM ISl POBE-
NleHus reHHol Tepanuu BH, onpeaeieHHbIX TPYIION BeIyIX
POCCUICKUX 9KCMEPTOB B 00J1aCTU HACJIEACTBEHHbIX 3a001eBa-
HMI1 ceTYaTKU M MEAMIIMHCKON reHETUKH: OUaslieIbHast MyTallust
B reHe RPE65, nonTBepKaeHHAash MOJICKYISIPHO-TEHETUUYECKUM
TECTUPOBAHUEM, OTCYTCTBHE B aHAMHE3E MallMeHTa IPUMEHEHUSI
reHoTeparneBTUYECKHUX IpenapaToB, BO3pacT cTapiie 3 JeT, ToJ-
muHa ceryatku B posea o gaHHbiM OKT Gosee 100 mxwm [8].

Cyo6pernnanbHoe BBeneHue BH (Luxturna, CILIA) B no3e
1,5 x 10" BekTopHbIX TeHOMOB (Br) (0,3 MJ1) TPOBEICHO C HOSIOPSI
2021 r. o deBpanb 2022 1.

JoomnepallmoHHasl MOATOTOBKA BKJlOUaia MepopajbHbIiI
MpreM MeTUJIpeAHM3010Ha B 103¢e 0,1 MIr/Kr Beca pebeHKa 3a
3 IHS [0 BBEIEHUS U IMPOAOJIKAIACh B TeUeHUE 3 JHEN Iocie
Kaxka0ro BBefieHus1. OnepaTuBHOE JIeYeHUE COCTOSIIO U3 MUKPO-
MHBa3MBHOM YaCTUYHOI BUTPIKTOMUM, MEMOPAHOMMINHTA U
cybopeTuHanbHOro BBeaeHus1 BH B o6beme 0,3 M1 ¢ mocieayto-
1LIe¥ 9HA0TAMITIOHAIOU Ta30BO3YILIHOM CMECHIO MECTA BBEICHUS
npemnapara.

PE3VYJIbTATBI

Knunuueckast u nemorpaduyeckasi XxapakTepucTuka mna-
LIMEHTOB MpeJCTaBieHbl B TabauLe 1.

Kak BunHO u3 tTabiuubl 1, OCHOBHBIMM XaJloOaMy Mauu-
€HTOB ObLIM HapyllIeHUs] 3peHUsI B CyMepKax U TEMHOTE, HU3-
Kasl OCTPOTa 3peHUsI OTMEUeHa y IBYX jeTeil. B GonblIMHCTBE
a3 (10 u3 12 rna3) onpenensiiach Muonuyeckasi pedpaxiiusi,
C3 cocrapisut ot +2,6 o0 -9,5 nrp (B cpeaHem 4,38 + 4,1 nritp).
H3yuyeHue myTaiuii 1js1 BO3MOXHOCTHU MPOBEACHUST KOppe-
JISIMOHHOTO aHaju3a He BBISIBUJIO YacTbIX MYyTallUil, OMHAKO
B 2 (33,3 %) ciyyasx 3apeTMCTPUPOBAHO TOMO3UTOTHOE CO-
CTOSIHME BBISIBIEHHBIX MyTallUil, B OCTAIbHBIX — KOMITayH]I-
reTepO3UTrOTHOE.

KiauHuko-¢GyHKIIMOHAIBHOE COCTOSIHME T1a3 U ero AMHA-
MUKY MbI [IPEICTABJISIEM B BUJIE ONTMCAHUST KITMHUYECKUX CTyYaeB.

Knunuueckuit cayuait No 1. Ha MOMEHT oOpallieHUs: 3Kajao-
OBl Ha CHYDKEHHOE 3peHue (Tabu. 1), yxyamarliieecs: B TEMHOTE
U CyMepKax, HapylleHWe OpUEeHTAlUM B TEMHOTE U CyMepKax.
IMaeBmoToHOMeTpUst OD/OS = 14/15 MM pt. cr. [To maHHBIM
OMOMMKPOCKOIMU U3MEHEHHUI B ONTUYECKUX CPelax He Bbl-
SIBJIEHO, B CTEKJIOBUIHOM TeJie B3BECh MUTMEHTHBIX KJIETOK

Y TJ1aBalolMe Mejakue nomyTHeHus. [1pu odranbmockonuu
BBISIBJIEHBI CJIENYIOIINE U3MEHEHMUSI: TUCKU 3PUTEbHOTO HepBa
(I3H) nexkosopupoBaHbl, IPAHUIBI YETKHE, COCYIbl CYKEHBbI,
MaKyJISIpHBII U (DOBEOTSIPHBIN pedieKChl CIIaKeHbl, ceTyaTKa
C MpU3HAaKaMU TepepacnpeneaeHus MUrMeHTa Ha CpeaHel u
KpaitHeil nepudepuu.

CyOBbeKTUBHBIE OLIYIIEHUS] peOeHKa Hayaau MEHSIThCS
yepe3 2 JHS Mocje BBeAeHUS MpernapaTa B MpaBblil I71a3, Toraa
K€ IeBOYKa OTMETUJIa CyOBeKTUBHOE YIIyUllIeHUe KOHTPACTHOM
1 CBETOBOI UyBCTBUTEIbHOCTHU. [Tocsie BBIMUCKU peOEHOK Haval
BHOBb YUNTb Ha3BaHUsI OTTEHKOB IIBETOB, TaK KaK CTajla UX JIy4llle
pasnuuath. Yepes 1 Mec yaydylmiach OpMeHTalMs B CyMepKax,
oTrnaja HeoOXOAMMOCTb JTOMOJHUTEILHOIO OCBEIEHUS B J10-
MalllHUX YCIOBMSIX B TEMHOE BPEMSI CYTOK.

TMepudepuyeckue rpaHuLIbl MOJEH 3peHUST ObUIM OJIM3KU
K (bM3MOJIOTUYECKON HOPME JI0 JIeUeHUsT U He U3MEHSUIMCh Ha
MPOTSLKEHUHU Beero nepuoaa HaomoaeHus. Mamenenuiit MKO3
B IIpoliecce HaOII0AeHUsI HE OTMeYeHO (Tab. 2).

LTC nocToBepHO HE MEHSIIACh B TEUEHUE BCEro Meproaa
HaOJIIONEHMS, UMETach HEMOCTOBEPHAsl TEHACHIIUS K €€ YMEHb-
meHuto (Tad. 3).

OPT o neyeHust u yepe3 1 Mec mociie Hero ObLIa Hepe-
TUCTPUPYEMOIi, OIHAKO Yepe3 3 Mec rocie BBeaeHuss BH Obut
3aperucTpUpPoOBaH OMOITEKTPUUECKMIA OTBET CeTYaTKHU (001ast
OPT’) CHUXEHHOM aMIUTATYIbI, COCTABIISIST OKOJIO 8 % OT HIXK-
Heii rpaHuLbl HopMbl (b-BostHa). Yepes 6 Mec mociie BBeAEHUS
npenapara amIuiuTyaa b-posiHel ob6uieit DPI Bo3pacia BaBoe,
cocrabJisist 0ko10 40 MKB, uTO paciieHMBaJIOCh HAMU KakK I0JI0-
KUTEJIbHBIN 3 deKT reHHoit Tepanuu BH (Tab. 4).

TMonoxurenbHast fuHamuKka obieir DPT" mocae geveHust
CBUIETENbCTBOBAIA 00 YAyUIllIeHUU (PYHKIIUM TAJOYKOBOM CH-
CTeMbI, COMPOBOXKAAIACH PACHIMPEHUEM TPaHUIL MOJIS 3pEHUs
Y TIOBBIILIEHUEM 3PEHUST B TEMHOTE, OTMEUYEHHBIM CaMOi Talu-
eHTKOoIi. MOPT 6bL1a cyOHOPMAIBHOI 10 U ITOCIC JICUCHUS U JIe-
MOHCTPHUPOBaJIA MOJOXKUTETbHYIO IMHAMUKY OMO2JIeKTPUUECKOI
AKTHBHOCTH MaKyJISIpHOI 00J1aCTH CETYATKU, YTO KOPPETUPOBAIO
¢ JaHHBIMU MUKpoOIiepuMeTpuu (Tad. 5).

POPT Ha 30 ' 6b11a CyOHOPMAIBHOI 10 JICUCHUS, OCTa-
Bajlach TAKOBOI B TEUEHME BCETO CPOKA HAOIIONEHUSI, COCTaBJISIS
okosio 10—20 % ot HuXHei rpaHuLbl HOpMBI (Tadu. 6). Cra-
oubHble 3HaueHuss POPT Ha 30 'y KoppenrpoBaiu ¢ OCTpOTOM
3pEHMST U yKa3blBaJIu HAa COXPAHSIONIYIOCS Ha BCEX BU3UTAX
(YHKIIMIO KOJIOOUYKOBOI CUCTEMBI.

Amrutyna komroHeHTa P2 3BIT Ha BCIIBIIIKY Yepe3 MecsIi]
yBesimumiaach Ha 50 % u pociia 10 6 Mec rocie ieueHus (taot. 7).

Tat6auna 1. Kinunuueckas u geMorpaduueckas XapakTepucTuka narueHToB ¢ BAJI 2 Ha MOMEHT oOpalieHust
Table 1. Clinical and demographic characteristics of the group of patients with Leber Congenital Amaurosis (LCA) type 2 at the time of referral

Neri/m | TMonm | Bospacr, OCHOBHBIE XaJT00OBI MKO3 Pedpakiusa, CO, nntp
Sex JeT Patient complaints BCVA Refraction, SE, D
Age, yrs
oD oS oD (O
Huxkranonus
1 Q 15 Nyctalopia 0,3 0,2 M 4,0 M39
Huxkranonusi, HUCTArM,
2 Q 5 KOcCoIJ1a3ue 0,2 0,2 Hm 2,9 Hm 2,6
Nyctalopia, nystagmus, strabismus
Huxkranonus
3 ? > Nyctalopia 0.4 0,6 M 38,1 M 8,25
HapyiieHue oprieHTaluu B Cuer manblieB ¢ 10 cm | Cuer manbues ¢ 10 cm
4 Q 13 IIPOCTPAHCTBE, HUCTAIM Counting fingers Counting fingers M 5,25 M 4.9
Disorientation in space, nystagmus from 10 cm from 10 cm
Hwukranonus
5 3 12 Nyctalopia 0,7 0,7 M 3,75 M4,9
Huxkranonus
6 Q 9 Nyctalopia 0,3 0,3 M 7,25 M6,9
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Tab6auua 2. [Iunamuka MKO3 10 neueHust, uepes 3, 6 u 12 Mec mocJie JieueHust
Table 2. Dynamics of BCVA before treatment, 3, 6 and 12 months after treatment

Ne o neyeHust Yepes 1 mec mocie Yepes 3 Mec mocie Yepes 6 mec mocie Yepes 12 mec mocie
n/n Before treatment JIeYeHUs. JIeUeHUsI JIeUeHus1 JIeUeHUs
1 month after treatment 3 months after treatment 6 months after treatment | 12 months after treatment
oD (0N oD (0N oD oS oD (0N oD (ON)
1 0,3 0,2 0,3 0,3 0,3 0,3 0,3 0,3 0,3 0,3
2 0,2 0,2 0,15 0,15 0,15 0,15 0,15 0,15 0,15 0,15
3 0,4 0,6 0,4 0,3 0,3 0,3 0,4 0,4 0,7 0,6
4 Cuet Cuer Cuet Cuet Cuet Cuet Cuet Cuet Cuet Cuet
najbleB najblieB najbleB najblieB najblieB najblieB najblieB najblieB MaJblLEeB MaJbleB
c10cMm c20cMm c20cMm c20cMm c20cMm c40cm c20cm c50cMm c40cm c50cm
Counting | Counting | Counting Counting Counting Counting Counting Counting Counting Counting
fingers fingers fingers fingers fingers fingers fingers fingers fingers fingers
from 10 cm | from20cm | from 20 cm | from 20cm | from20cm | from40cm | from 20 cm | from 50 cm | from 40 cm | from 50 cm
5 0,7 0,7 0,8 0,5 0,8 0,5 0,8 0,4 0,8 0,4
6 0,3 0,3 0,3 0,3 0,3 0,3 0,3 0,3 0,3 0,3

Taomuna 3. Junamuka HTC (Mmxm) o nanaeiM OKT o euenus, yepes 1, 3, 6 u 12 mec nocie BBeaenus BH
Table 3. Dynamics of central retinal thickness (um) according to OCT before treatment, 1, 3, 6 and 12 months after the introduction of VN

Mo neueHust UYepes 1 Mec mtocie JiedeHUst Yepes 3 Mec mocJie JedeHust Yepes 6 mec niocite ieueHust | Yepes 12 Mec rocie je4eHust
Before 1 month after treatment 3 months after treatment 6 months after treatment 12 months after treatment
treatment
LTC LTC LTC LTC LTC
CRT CRT p-3HaYeHuE CRT p-3HaueHue CRT p-3HaueHue CRT p-3HaYeHUE
M+ SD M +SD p-value M +SD p-value M £SD p-value M +SD p-value
205,9 +£47,8 200,1 + 50,9 0,78 198,1 £ 54,8 0,71 197,5 £ 54,8 0,69 203,448 0,9

Tab6auua 4. AMriutyaa b-BosiHbl MakcuMaabHoi DPT (MkB) 10 1 uepes 1, 3, 6 1 12 Mec nocie Je4eHust
Table 4. Amplitude of b-wave of maximal ERG (mkV) before 1, 3, 6 and 12 months after treatment

Ne ni/m J1o neyeHust Yepes 1 mec Yepes 3 mec Yepes 6 mec Yepes 12 mec
Before treatment rnocJie JeYeHust rocJie JIe4eHUst rocJie JeYeHUst rocJie JeYeHust
1 month after treatment | 3 months after treatment | 6 months after treatment | 12 months after treatment
oD (O] oD (O oD (0N oD (0N oD (O
1 abs abs abs abs 23 17 36 36 40 37
2 abs abs abs abs abs abs abs abs abs abs
3 abs abs 20 20 15 10 13 15 16 14
4 abs abs abs abs abs abs abs abs abs abs
5 64 80 65 50 88 42 92 43 161 105
6 abs abs abs abs abs abs 36 40 52 48

Taomuua 5. JluHamMuKa cpeiHeil CBETOBOI YYBCTBUTEILHOCTH CETYaTKHM (1B) U Iutoinany auiMrcoB asyxmepHoro koHtypa (BCEA) 68/95 % (°?) o
JAHHBIM MUKPOIIEPUMETPUN

Table 5. Dynamics of the mean retinal sensitivity (dB) and bivariate contour ellipse area (BCEA) 68/95 % (°2) according to microperimetry

Ne o neueHust Yepes 1 Mec nocie Yepes 3 mec mociie Yepes 6 mec riociie Yepes 12 mec mocite
mn/n Before treatment JIeUeHUst JIeYeHHUst JIeYeHHUsI JICUCHUsI
1 month after treatment | 3 months after treatment | 6 months after treatment | 12 months after treatment
CpenHsist CpenHsist CpenHsist CpenHsist CpenHsist
YyBCTBUTEJIbHOCTh YYyBCTBUTEJIbHOCTh YYBCTBUTEJbHOCTh 4yBCTBUTEJIbHOCTh YyBCTBUTEJIbHOCTh
cetyatku (1b) cetyatku (1b) cetyatku (1b) cetyatku (1B) cetyatku (1b)
Mean retinal sensitivity (dB) |Mean retinal sensitivity (dB)|Mean retinal sensitivity (dB) | Mean retinal sensitivity (dB) | Mean retinal sensitivity (dB)
oD (0N oD (ON) oD oS oD (0N oD (0N
1 42 3,4 18,7 18,7 18,1 19,8 20,5 20,1 19,9 20,6
5 21,6 23,3 18,6 16,7 21,8 21,1 26,3 23,7 26,5 26,6
6 0,2 0,3 9,8 10,5 12,6 12,5 13,8 14,3 17,3 17,8
BCEA 68 %/95 % (°%) BCEA 68 %/95 % (°?) BCEA 68 %/95 % (%) BCEA 68 %/95 % (*?) BCEA 68 %/95 % (°%)
oD (O oD (O] oD (0N oD (0N oD (O
1 1,1/2,9 1,0/2,7 1,0/2,8 1,1/3,1 0,9/2,5 0,8/2,2 0,8/2,3 0,9/2,5 0,8/2,3 1,0/2,6
5 0,5/1,2 0,8/2,2 0,6/1,6 1,3/3,4 0,7/2,0 0,9/2,4 0,9/2,5 1,1/2,8 0,3/0,9 0,9/2,3
6 3,1/8,2 2,7/7,2 1,3/3,5 1,5/4,0 1,2/3,1 1,3/3,6 0,6/1,7 0,7/2,1 0,4/1,0 0,4/1,2
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Amriuutyna komnoHeHta P100 3BIT Ha marTepH uepe3 1 u 3 mec
nocie BBeaeHus BH yBennuumiaace Ha Bce pa3Mephl IaTTepHa
(Tab:. 8).

CpenHsisi CBeTOBasl YyBCTBUTEIbHOCTb CETUYATKU 3HAUYM-
TeJbHO YBEJMYMIACh HEMOCPEACTBEHHO uepe3 1 Mec mocie
BBeneHus BH, ocTaBasick cTaOMJIbHOI B T€UEHUE BCErO Jalb-
Heii1ero neproaa HabJIIOAeHNsI, YTO paCLIEHMBAIOCh HAMU KaK
BbIpaKeHHOE MoJoXuTeabHOe aelictBue BH yxe Ha paHHuUX
cpokax HabmoaeHus (cM. TabJ. 5, puc. 1) .

Ilo maHHBIM odTasbMOCKONUU Yepe3 1 mec mocie cy-
OpeTrHanbHOI MHBeKIIMK BH OunatepaibHO mosiBUIach 30Ha
XOPUOPETHHAIbHOI aTpouu B MeCTe BBeIeHMSI IIpenaparta (1o
tumny touchdown) o xony BEpXHEBUCOYHOM COCYIUCTOM apKabl.
ATpodus porpecCUBHO yBEIMUYMBAIACh B pa3Mepe B KaKIblid
KOHTPOJIbHBII OCMOTp BILIOTH 10 12 Mec (puc. 2).

Knunuueckuii cayuaii No 2. Ha MOMEHT 00OpalLieHUSI: XKaJlo0bl
Ha CHIDKEHHOE 3peHue (cM. TabJj1. 1), 0coOeHHO yXyalarolieecs
B TEMHOTE M CyMepKax, HapylleHWe OPUEHTAllUM B TEMHOTE U

Tabmuna 6. AMrunuTyaa BeicokodactoTHoit POPI Ha ctumyin, npembssisemsrii ¢ yactortoii 30 ' (MxB), no BBenenunst BH mnuepes 1, 3, 6 u 12 mec

ocJIC JICYCHUA

Table 6. Amplitude of 30-Hz flicker ERG (mkV) before, 1, 3, 6 and 12 months after treatment

Ne i/ o neyeHust Yepes 1 mec Yepes 3 mec Yepes 6 mec Yepes 12 mec

Before treatment rocJie JIeYeHUst rocJie JIeYeHUsI rocJie JIe4eHUst rocJie JIeYeHUst
1 month after treatment | 3 months after treatment | 6 months after treatment | 12 months after treatment

OoD (O oD (O oD (0N oD (O oD (O

1 3,8 2,6 4.2 5,1 7,3 8,2 6,1 4,2 4,9 3,9

2 1,89 1,89 5,6 6,5 2,1 5,24 3,1 4,1 7,4 6,2

3 abs abs 2,1 2,0 5,1 2,9 3,8 6,2 4,8 6,7

4 abs abs abs abs abs abs 2,2 1,84 2,8 2,6

5 17,5 18,7 19,3 18,4 19,6 15,9 19,5 18,2 20,1 19,8

6 abs abs abs abs abs abs 1,2 2,5 2,4 2,7

Tatauna 7. AMrutyaa nuka P2 3BI1 Ha Benbiiky (MKB) mo BBenenust BH n uepes 1, 3, 6 u 12 Mec nocie jedeHust
Table 7. Amplitude of the peak P2 of flash VEP (mkV) before, 1, 3, 6 and 12 months after treatment

Ne ri/m Jlo neyeHust Yepes 1 Mmec Yepes 3 mec Yepes 6 mec Yepes 12 mec

Before treatment oCJIe JIeYCHUS ocJIe JIeYCHUS oCJIe JIeYCHUS 10CJI€e JIeYeHUSI
1 month after treatment | 3 months after treatment | 6 months after treatment | 12 months after treatment

oD 0S oD oS oD (O} oD oS oD (O}

1 20,5 20,3 37,3 31,9 40,3 40,5 26,3 28,5 43,3 38,8

2 10,7 10,7 20,7 23,1 21,7 26,6 22.8 28,0 25,3 27,2

3 11,2 14,3 28,5 37,3 23,6 20,3 25,8 343 26,3 30,2

4 7,4 6,1 11,3 12,4 10,2 11,4 6,3 6,6 11,2 10,5

5 20,8 21,4 20,5 23,5 24,3 24,1 19,5 18 20,5 23,5

6 7,4 6,1 11,3 12,4 15,4 13,5 6,3 6,16 10,9 11,3

Tat6auna 8. Amriutyna nmuka P100 3BIT na marrepn (MkB) Ha 157, 30" 1 60” 1o BBenenust BH u yepes 1, 3, 6 u 12 mec mocJie JieueHust
Table 8. Amplitude of the peak P100 (mkV) of pattern VEP to 15°, 30’ and 60’ before, 1, 3, 6 and 12 months after treatment

Ne o neueHust Yepes 1 mec Yepes 3 mec Yepes 6 mec Yepes 12 mec
n/m Before treatment TI0CJIE JIEYEH U nocJje JIeYEHUst TIOCJIE JIEYEHU TOCJI€ JIEYEHU S
1 month after treatment 3 months after treatment | 6 months after treatment | 12 months after treatment
oD (ON] oD oS oD oS OD (0N oD OS
15 |1 11,3 9,9 21,5 22 17,1 15,6 19,4 22,8 23,2 22,4
2 7,4 4,04 8,5 13,5 11,3 12 14,3 13,2 14,1 13,9
3 13,7 19 21,5 20,3 25,4 24,9 33,6 34,5 34,7 35,1
4 _ _ _ _ —_ _ _ _ _ _
5 21,9 18,1 22,3 28,1 21,1 34,3 21,3 34,7 20,6 26,7
6 14 9,6 30,6 23,8 26,0 22,3 26,4 24,3 25,1 249
300 |1 7,3 6,5 21,8 24,3 20,2 27,3 19,3 26,1 25,2 27,0
2 6,2 7,1 13,6 18,6 15,5 13,0 16,1 17,9 17,1 18,0
3 17,8 11,5 16,2 13,6 22,3 18,1 26,2 25,3 249 25,8
4 _ _ _ _ _ _ _ _ _ _
5 31,6 25 24 23,2 30,8 19,6 30,8 19,6 27,3 26,5
6 12,4 16,6 21 28,4 19,2 25,6 30,5 31,8 32,1 34,1
60" |1 9,8 8,3 27,7 21,9 22,4 16,4 24,1 23,4 24,8 25,1
2 5,1 8,1 15,8 13,9 12,9 17,5 14,6 17,9 15,1 18,3
3 15,1 10,5 16,2 13,6 20,1 20,3 29,8 32,6 30,1 33,0
4 _ _ _ — —_ — _ _ _ _
5 21,5 23,5 22,3 24,1 22,1 28 22,1 28 26,9 28,6
6 11,4 12,6 30,1 29,3 28,8 25,9 26,1 22,5 27,3 25,9
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cyMepKax. B mepBMYHOM IMOJOXEHUU HEMOCTOSIHHbIE HUCTAr-
MOUHBIE ABUKEHUSI C POTATOPHBIM KOMITOHEHTOM. YTOJ KO-
cornasus 0°. buomukpockonusi: OU — npeioMIIsIiolne cpeibl
Mpo3pavyHbl, MepeaHUN OTPE30K He U3MeHeH. [J1a3Hoe nHO:
OU — JI3H nekonopupoBaHbl, HENPaBUJIbHOM OBaIbHOM (Dop-
MbI, COCY/IbI CETUATKU PE3KO CY>KEHbI, MaKyJIsIpHbIe pediekchl
OTCYTCTBYIOT, Ha CpeAHEl U KpaiiHeil nmepudepuun ceTyaTku
nepepacnpeaeseHue MMurMmeHTa.

Yepes 1 Mec mociie aeyeHusI cTajla CaMOCTOSITEIbHO Iepe-
JIBUTaThCSl B CyMepKaxX U TEMHOTE, CAMOCTOSITEIbHO XOAUTD MO
JIECTHHUIIE, CMOIJIa MKCATh B IIPOIMMCSIX, COOMPATh Masfbl, pac-
KpaluBaTh KapTUHKHU 1O HOMepaM, YMEHbIIWIACh aMIUIUTYyAa
HUCTarma.

TTpoBecTH KMHETUYECKYIO MEPUMETPUIO HE TTPEeACTaBIISI-
JIOCh BOBMOXHBIM, YUMTBIBast BO3pacT pebeHKa U HAIMUMe HU-
cTarma, Ho yepe3 | Mec rmocJie JieueHus TPOBECTU UCCIeIOBaHUE
yaanochb. ApupMeTu4eckue CyMMbl KWHETUUECKUX M30TITEP
o 16 MepuaMaHaM COCTaBJIsIM cripaBa — 216°, cimeBa — 345°
(puc. 3, A). Ha npoTsixxeHUM Bcero rnepuoa HabIoaeHUs Iepu-
(bepryeckue rpaHULIbI MOJIsI 3PEHMSI JOCTOBEPHO PACIIUPSIIUCH U
cocTaBuIM cripaBa 479°, ciieBa 826° yepes rof Iocie MoaydeHUst
neuyenwust (puc. 3, b).

Ocrtpota 3peHust npeacTasieHa B Tabnuue 2, HTC no naH-
HbeiM OKT B nuHamuke — B Tabiuie 3. MukponepuMeTpus He
MPOBOJMIIACH B CBSI3U C MAJIBIM BO3PACTOM IMalIMEHTKH.

O6urast DPT Obl1a He perucTpPyeMoii 10 JIeYSHUsI U B IIEPUO]T
Bcero HaboneHus, roraa kak POPT Ha 30 ' peructpupoBaiach
elle 710 JICUCHUSI, aMILTUTyaa cocTapiisiia MeHee 10 % oT HOpMbI

Puc. 1. MukponepumeTpus NpaBoro rnasa Ao JIe4eHns n Yepes rog,
nocrne nevyeHns
Fig. 1. Microperimetry of the right eye before treatment and 1 year
after treatment

A

Y MOBBIIIANACH B Mpoliecce HabaoaeHus rmocie tepanuu BH,
YTO CBUIETEIBCTBOBAJIO O POCTE OMOITEKTPUUECKON aKTUBHOCTH
KOJIOOYKOBOI CUCTEMBI CETYaTKH (CM. Tab1. 6).

Awmnuryna komrnoHeHTa P2 3BIT Ha BCIBIIIKY YBeJIu-
yujiach B IBa pa3a U OCTaBajlach CTAOMJIBHOM BeCh MEPUOJ Ha-
omoneHus (cM. Tadu. 7). AMmuintyaa komrnoHeHta P100 3BIT Ha
naTTepH nocie BBeaeHMus1 BH Takcke yBeauunBaaach BABOE Ha BCe
pa3Mephbl MaTTepHa yxKe uepe3 1 Mec rocie JIeYeHUsT U COXpaHsi-
Jlach Ha 9ToM ypoBHe. [TosioxkuTeabHast IMHAMUKA aMIUTUTYIbI
3BI1 koppepoBaa ¢ paciiMpeHueM oJist 3peHus (cM. TaoJ1. §).

Yepes 1 Mec GuitarepaibHO 3apuKCUpoBaHa MHOIO(pO-
KyCHasl XOpMopeTHHaIbHasl aTpodusi IO TUMY HYMMYJISIPHBIX
oyaroB 0eJ10ro 1BeTa ¢ YeTKMMU rpaHuiiamu. Mokycel atpodbun
pacroyiarajuch 3a npejeaaMu COCYAUCThIX apKajl, KPOMe OTHOTO
yuyactka Ha OD B 1oKcTananuuisipHoii 061acTh. YYacTKM aTpo-
(buu MpOrpeccuBHO YBEIUUYMBAIUCH B KaXIbIii KOHTPOJbHbII
ocmoTp (depes 3, 6 u 12 mec). Ha mpoTrsskeHMM Bcero meproaa
HaOII0NEeHMS pACTIPOCTPaHEeHUs aTpOoUU B LIEHTPATIbHbIE 30HbI
CceTyaTKU He 3apericTprupoBaHo (puc. 4).

Kaunuueckuii cayuaii Ne 3. Ha MOMEHT 0OpallieHUS: 3Kajlo-
Obl Ha CHUDKEHHOE 3peHue B TeMHOTe (CM. Tabu1. 1), B cymepKax,
HEBO3MOXXHOCTb CAMOCTOSITEILHO MePEeABUTaTbCsl B TEMHOE
BpeMsl CYTOK, HapylleHue 1BeTOoOoNyleHUsI. O0beKTUBHBII
cTaTtyc: MepeaHuii OTPe30K He U3MEHEH, ONTUYECKUE CPebl
npo3paunbie. [1azHoe nHo: JI3H mekonopupoBaH, ¢ YeTKUMU

A wevteri

Belore trestmenr

Puc. 2. lNporpeccupyiolaa xopuopeTnHanbHasa atpodpus (no tuny
«touchdown») nocne cybpeTnHanbHo nHbekumn BH. MasHoe gHo OS
yepes 1, 3, 6 1 12 mec nocne neveHus

Fig. 2. Progressive chorioretinal atrophy (touchdown type) after
subretinal injection of VN. Fundus OS 1, 3, 6 and 12 months after
treatment

Puc. 3. KuHeTtunyeckas nepumetpus 4yepes 1 mec (A) n yepes 12 mec (B) nocne nevexHns

Fig. 3. Kinetic perimetry 1 month (A) and 12 months (B) after treatment
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Puc. 4. lNporpeccupytoLas HyMMysgpHas XopruopeTHasbHas atTpopust
nocne cybpeTnHanbHol nHbekuum BH. MasHoe gHo OD yepe3 1, 3, 6
1 12 mec nocne nevenHus

Fig. 4. Progressive nummular chorioretinal atrophy after subretinal
injection of VN. Fundus OD 1, 3, 6 and 12 months after treatment

rpaHullaMU, MaKyJsSIpHbIT pedekc ¢ 2 cTopoH ciabo audde-
peHIMpyeTcs, (poBeanbHast Aenpeccus criaxkeHa. Ha cpenHeit
U KpaitHeil iepudepun AUCCOMalMI MTUTMEHTa, eIMHUIHBIC
OesrecoBaThie OYaKKH.

Yxe yepes 3 Mec rocJie jieueHus peOeHOK CTaJl CBOOOTHO
OPHMEHTUPOBATLCS B HE3HAKOMBIX TTIOMEIIEHUSIX C JTIOOBIMU TH-
rmaMu ocBelieHust. Yepes 4 Mec rmocsie JeueHnst peObeHOK Hava
OPUEHTUPOBATLCS M CAMOCTOSITEJIbHO TEePEeIBUTATHCS B TEM-
HOTE U CyMepKax, CTaJl pa3jMyaTh TeMHBIE TOHA, YIy4IIUIach
CBETOUYBCTBUTEILHOCTD, Yepe3 6 MeC CMOT OOBOJIUTH IIBETHBIC
KapTUHKH 10 KOHTYDY.

ITo maHHBIM KHUHETUIECKOM TIepUMETPUN aprU(METHIECKIE
CYMMBI KWUHETUIECKHX U30IITEP 0 16 MepuaraHaM COCTaBIISUTH
crpasa 879°, cneBa 937°. Ha nipoTsixeHun Bcero mepuoja Ha-
GuoneHus epudepuIecKre TPAHUIIBI ITOJISI 3pSHUST CTYTICHYATO
PaCIIMPSUTUCh U COCTAaBWJIM K KOHIY 1-TO roma HaOIomneHust
crpasa 1138°, ciesa — 1019°.

Hunamurka MKO3 u LITC o nanaeim OKT nipesicraBieHa
B Tabauiax 2 v 3 ¥ Ha pUCYHKeE 5.

IManureHTKa TakXe IeMOHCTPUpPOBaia MOJOXKUTEIbHYIO
JIMHAMMKY 3pUTENTbHBIX (DYHKIIUH ITO JAHHBIM 3JIEKTPO(DU3NOIOTH-
yeckux uccnenoanuii (DMOUN). ITpu HeperucTpyemoii ooiieit DPT
JI0 JICYSHUST YKe depe3 Mecsll rmociie BBeaeHnss BH 6uoanekTpu-
YeCKUI OTBET CETYATKH PETUCTPUPOBAJICS, Y aMIUIUTY/Ia b-BOJHBI

0CTaBaJIaCh Ha TOM XK€ YPOBHE BeCh CPOK HaOtoaeHUsT (CM. TabJ1. 4).
He perucrpupyemas no BeeaeHust POPI Ha 30 I'y Takke 1o-
SIBUJIACh YKe uepe3 | Mec mocJie Je4eHMsl, COXpaHsIsICh Ha YPOBHE
0ko0J10 10 % OT HOpMBI BECh ITEPUO HAOIOICHNUST (CM. TalJ1. 6).

Awmruintyna KomrnoHeHTa P2 3BIT Ha BCIBILIKY UCXOIHO
Obl1a CHUXKEHA, yBeJIMYMWIach yepe3 1 Mec mocie JeyeHus: 1
CcoXpaHsach B Mpeneaax HopMaJbHbIX 3HAUeHUI BeCh MEePUO
HabmoaeHust (cM. Tabu. 7). Amrmuryna komnoHeHta P100 3BIT
Ha nmaTTepH nocJje BBeaeHus BH yBennuuBanace Ha Bce pa3Mephl
MaTTepHa, 10CTUTast HOPMaJIbHBIX 3HAUCHUIA Yepe3 6 Mec U ITpo-
JTOJIKasi pacTU 10 To/ia IocJjie reHoTepanuu (cM. TabJ. 8).

Yepes 10 gHeit mocie BBeASHMSI MIpenapaTa B JIEBbIii 11a3
BO3HUKJIA MPUMYXJIOCTh BEPXHETO BeKa, TOKaJbHast CMelllaHHast
MHDBEKIINSI KOHBIOHKTHBbBI B MECT€ KOHBIOHKTUBAJILHOTO I11BA C
HEOOJILIIMM KOJMYeCTBOM oTnensiemoro. [loctaBiaeH auarHos:
«3MUCKIEPUT», HA (DOHE JIeYeHUsT KOMOMHUPOBAHHBIM Tpera-
paToM IpOosIBJIeHUsI KynupoBaiuch. Yepes 1 Mec mociie ieueHust
3a(hMKCUPOBAHO MOBBIILICHUE BHYTPUTIa3HOTO naBieHus (BIT),
Ha3HauyeHa ’MMOTeH3UBHAsl MECTHASI TEPAMKSI MOHOIIPENapaToM,
BI'/l Hopmanu3oBasoch uepe3 7 JHEi.

Yepes 1 mec 1mociie MUHBEKIIMK Mperapara B JJEBOM IJia3y
oOHapyKeHa 30Ha XOpUOPETUHAIbHOI aTpouu B MeCTe Cyope-
TUHAJILHOTO BBEEHUS Mpernapara, KoTopasi He yBeJIUunBaaach
Ha MPOTSKEHUU BCero repuoaa HabaoneHus. Ha mapHoM riazy
AQHAJIOTUYHBIX MU3MEHEHMI1 He BBISIBJICHO.

Knunuueckuii cayuait No 4. Ha MoMeHT 00OpalLieHUsI: XKa100bl
Ha HM3Koe 3peHue (cM. TabJ1. 1). Buomukpockonus: OU — nepen-
HUI OTPEe30K He U3MEHEH, B CTEKJIOBUIHOM TeJie MJiaBalollne
MMOMYTHEHMUSI, HEOOJIbIIIOEe KOJUYECTBO MUTMEHTUPOBAHHBIX
kiaetok. [maznoe nHo: OU — JI3H nekoiopupoBaHbl, 'paHULIbI
YeTKHe, COCY/bl CYXKeHbI, MaKyJsIpHbIe U (hOBEOIsIpHBIE ped-
JIeKChl oTCyTCTBYIOT. Ha KpaliHeil nmepudepun HepaBHOMEPHO
BbIpaxkeHHast atpodus [1DC.

Ilocne BBenenust BH: 1o naHHbIM ompoca B paHHEM IO-
cjeornepalnoHHOM Mepuojie CyObeKTUBHBIX MU3MEHEHUIT He Bbl-
SIBJICHO, Yepe3 6 MecC MOoCIe BBEACHMS POIUTEIIN CTaIU 3aMedaTh
0oJiee YCTOMYMBYIO 3pUTENIbHYIO (DUKCAIIMIO U YMEHbIIEHUE
aAMILTUTYIbl HUCTArMa.

I1o nfaHHBIM KMUHETUYECKON MTepUMETPUM apupMeTUIeCKe
CYMMBbI KHUHETUYECKUX U30TTEP 10 16 MepuaraHaM COCTaBIISLIA
crpaBa 500°, cieBa 763°. Ha mpoTsikeHUU BCEro rnepuoaa Ha-
OmoaeHus1 neprudeprudeckre rpaHUIbI OJISI 3peHUsI IOCTEIEHHO
pacIIMPSIIUCh U COCTAaBWJIM K KOHIYy 1-To rojga HaOatoaeHus
cripaBa 877°, cineBa 924°.

O6urast DPT Obl1a He perMcTpyeMOii 10 JISYSHHsI U B IIEPUO]T
Bcero HabmoaeHus (cM. tabut. 4). POPI Ha 30 'y no ieueHus u B

TMepBbIe 1Ba KOHTPOJIbHBIX OCMOTpA Moc/Ie

Tu
Size1,0/3.0/6.0mm
Fovea Min,jum] | 148,
Avg. Thickness[um] | 2726
Total Volume[mm3] | 7.

I
Size1.0/3.0/6.0mm
| Favea Min.fum]
| Awg. Thickness[um] |
Total Volume[mm3] | 7.

Favea Min.[um]
| Avg. Thickness|
Total Volume[mm3] | 8214

[um|
Size1.0/3.006.0mm
um] | 2002

seyenwmsi (1 1 3 Mec) oTCyTCTBOBaJIa, a Ha
6 Mec ObuUTa 3aperMcTpUpoBaHa CyOHOp-
ManbHast POPT wHa 30 ', yto orpaxaio
yaydylieHue QYHKIMUU KOJIOOUYKOBOM
CHCTEMBbI CETYATKU U SIBUJIOCH €TMHCTBEH-

40 HbIM D@U-nokaszaTesieM yJIydllieHUs
s v = . i 3pUTEIbHBIX (DYHKLUUI Y JaHHOI MaLu-
257 270 189 285 287 279 (279189 308 306 267 285188 301304 272 286 192 208/216 278 ITT 18T 301/318 p y y
o s e e €HTKU (CM. Tao1. 6).
w7 25 " m i % AmruinTyna komrnoHeHta P2 3BI1

I
Size1.0/3.0/6.0mm
1840

Ha BCHBIIIKY OblIa CHUXXEHa, 0e3 OT-
pUMLAaTeIbHOM TuHAMKUKU (cM. Taba. 7).
Hccaenosanue 3BI1 Ha maTTepH He Mpo-
BOJIMJIOCH B CBSI3U C HU3KMMU 3PUTETbHbBI-

Avg. Thickness[um] | 2035
Total Volume{mm3] | 8.1
el

Puc. 5. lnHamuka LieHTpasibHOM TOMNLWMHBI CeTYaTK1 NPaBoro rnasa Ao sieyeHus n vyepes 1, 3,

6, 12 mec

Fig. 5. Dynamics of the central thickness of the retina of the right eye before and 1, 3, 6, 12 months

after treatment

MU QYHKIUSIMHU (CUYET MaJIbLIeB y JIULA) U
HEBO3MOXHOCTBIO (GDMKCUPOBATh B30p Ha
(pUKCAllMOHHOU METKeE.

Ilocne neyeHus Ha obouXx riazax
oTMeYaJioch CToiiKoe moBbilieHue BIJ]
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110 34/38 MM PT. CT., KOTOpOE ITOTPeOOBaIo IPUMEHEHUS 2 KOM-
OMHMPOBAHHBIX TMIIOTEH3UBHBIX mpernapaToB. BI'Jl HopManu-
30BaJIOCh TOJIBKO Yepe3 3 Mec, 3aTeM I'MIIOTeH3MBHAs Tepamnus
ObliIa OTMEHEHA.

B xone nuHamuyeckoro HaGIOAEHUS HA MPOTIXKEHUU
12 Mec uU3MeHeHUIt Ha IJTa3HOM JIHE He 3aperuCTPUPOBAHO.

Knunuueckuii cayuait No 5. Ha MOMEHT oOpallieHusE: XKaJlo0bl
Ha CHUXEHHOE 3peHMe (CM. Tabu. 1), HapylIeHUe OpUEeHTALUM,
ocobeHHO yxynuialieecss B cyMepkax. [IHeBMoToHOMeTpus
OD/OS = 14/16 mm pr. ct. O6bekTHBHO: OU yron kocoriasus 0°,
JIBVDKEHUS IIa3HBIX 10J10K B TOJIHOM 00beMe. buomukpockonusi:
OU nepenHuii OTpe30K He U3MEHEH, ONTUYECKHEe CPeibl MpPo-
3paunbie. [1azHoe nHo OU: JI3H 6ienHO-po30Bblii, KOHTYPbI
YeTKHE, PeTUHAJIbHbIE COCYAbl PE3KO CYXEHbI, MAKYJISIPHBIC
pedJieKChl CIylaXXeHbl, Ha Mepudepun nepepacnpeaesieHue
MMUIMEHTa, Ha CpeaHeil v KpaiiHeil nepudepun atpodus [1DC.

AmriuTyaa b-oHbl 0611eit DPT cocraisiia 60—80 MxB
(25—30 % oT HOPMBI) 10 JICYCHMSI ¥ YBEIMIMIIACH ITOCIIE JICUCHUST
B 1,5—2pa3za(cm. tab6s. 4). POPI Ha 30 ' Haxoauiach Ha HUKHE
IpaHuIle HOPMbI M He MeHsIach (M. Tab1. 6). 3BIT Ha BCIIBIIIKY
(cM. Ta6:1. 7) u 3BIT Ha Bce pa3Mepsbl naTTepHa (cM. TabJ1. 8) ObuIH
HOPMaJIbHBIMU U HE U3MEHSUTMCH B IEPUO/1 HAOIIOACHNSI.

o neyeHus neprdepudecKre rpaHULIbI 3PEHUS U IToKa3a-
Tenu hUKcalu ObUTU MPAKTUYECKU HE U3MEHEHBI U OCTATUCh
TaKMMU Ke yepe3 rof nocie jeyeHus. OTMeueHo MOBbIIIeHUE
CBETOUYBCTBUTEJIbHOCTU CETYATKU OTHOCUTEIbHO MCXOIHBIX
3HA4YeHUit B cpoK 6 1 12 mec (cM. Tabi. 5).

Yepes 1 mec nocJie JedeHus pedeHOK CTajl 3aMevath yayd-
IIEHWe OPUEHTAIIMK B TEMHOTE, Pa3HUILY B CBETOBOCIIPUSITUM
MeXIy rJ1a3aMHu (MpaBblii IJ1a3 BUAUT B 60Jiee XKeJITOM CBEeTe, YeM
JIeBbIi1). B 3TOT cpok HabJII0IeHUST HAa ABYX IJIa3axX 3aperucTpu-
poBaHa MyJbTU(OKaIbHAST HYMMeJSIpHasi XOpUOPpETUHAIbHAS
atpodusi, Ha IEBOM IJ1a3y OHA MMeJIa MPOTrPecCUpyIoInii Xxapak-
TEp U pacrpoCTPaHsIach OT MeCTa BBEACHUS B CMEXKHbIE 30HbBI U
B MakyJly, 4To npuBesio K cHukeHuto MKO3 ciesa.

Kaunuueckuii cayuait No 6. Ha MOMeHT 0OpallieHUsI OCHOB-
HBIMHM Kajio0aMu pedeHKa ObLIO yXYAIIeHNEe 3peHUsST B TEMHOE
BpeMsi cyToK (cM. Tabu. 1). YUepes 2 gHs nocie BBeneHus BH B
MpaBblii TJ1a3 CyOBEKTUBHBIE OLIYIICHUs peOeHKa Havyalu Me-
HSTBCS, peOEHOK CTajl pa3inyaTh MOPIIMHKY Ha JIUIIE Y MaMBbl.
Yepes 1 Mmec oTMEUEHO yIydllleH1e 3peHusI B TEMHOTE M CyMepKax,
COXpaHUBIIEECsS HA MPOTSIKEHUHN BCETO Mepro/ia HabIIoAeHUSI.

[1o naHHBIM KUHETUYECKOM epUMETPUM apruMeTUIECKIe
CYMMBbI KMHETHUYECKUX M30ITep 10 16 MepuaraHaM COCTaBIISLIN
crpasa 115°, cieBa 173°. Yepes 1 Mec MoJist 3peHUsI 3HAYUTETBHO
pacHIMPUIUCh U COCTABUJIM K KOHILy rojia HaOMI0AeHUs cripaBa
744°, cneBa 570°. [To JaHHBIM MUKPOIIEPUMETPUU CPEIHSISI CBETO-
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Bast YyBCTBUTEJILHOCTh CETYATKU YBEJIUUMIACH, 4 TUIOIIA/b (hrKca-
1IMM 3HAYMTEIBHO COKPATUIACh yKe uepes 1 Mec rmocie BBeAeHUs
BH, uro paciieHMBasoCh KaK BbIPaXXEHHbBIN MOJ0XUTEIbHbII
3¢ deKT yKe Ha paHHUX cpokax HabaoaeHus. CBETOUyBCTBU-
TEJILHOCTh CETYATKHU U TJIoIaab (GUKCAMK MPOIOIKAIN UMETh
MOJIOKUTENIbHYIO IMHAMUKY B CpOK HabmoaeHus 3, 6 u 12 mec.

LTC He MeHst1ach B TeYEHME BCEro repuvoja Haboae-
Hus (cM. Tabu. 3). OPI He peructpupoBaiack 10 3 Mec, a yepes
6 Mec 1ocIIe JICYEHMS 3aperMCTPUPOBAH OMOJIEKTPUICCKUM
OTBET CeTYaTKu, aMIUIUTyaa b-BoJHbI cocTaBuiaa 40 MKB,
T.¢. 0KoJ10 15 % oT HOopMBI (cM. Tab:1. 4). POPT Ha 30 ' oTcyTCTBO-
BaJjia, HO uepe3 6 Mec 3aperncTprupoBaHa cyoHopMaabHass POPT
Ha 30 I'u (cM. Tabu. 6), YTO OTpaxKaao yaydlieHre QYHKIUK
KOJIOOYKOBOI CUCTEMBI CETYATKU U KOPPEJTUPOBAJIO C JTaHHBIMU
MUKPOTIEPUMETPUU.

Ammuntyna P2 3BI1 Ha BCnblIlLKY ObLTa CHUXKEHA U YBEJI -
yuBayach B 1,5—2,0 pa3za yxe uepe3 1 mec nocie BBeaeHuss BH,
0CTaBasiCh TAKOBOI BeCh Iepro/1 HaboaeHMS (CM. Tab. 7). AM-
mntyna komnoHeHnrta P100 3BIT Ha natrepH nociie BBeneHust BH
yBeJIMUMBAJIaCh Ha BCe pa3Mephbl MaTTepHa Takxke yxe uepes 1 mec
U COXpaHsIach TAKOBOM BeCh Iepro1 HaboaeHUS (CM. TabJI. 8).

JIluHaMMKa KMHETUYeCKOU nepumMeTrpuu 1o 'oapamany ¢
KCIOJIb30BaHMEM CTUMYJIa pazmepoM I114e (3HaueHUs yKa3aHbl
B rpajaycax OT LEHTPaJIbHOI TOUKM (hUKcallMu) MpeacTaBieHa
Ha pUCYHKe 6.

3aperucTpupOBaHHBIMU OCJIOKHEHUSIMU TOCTe JIeUeHUs
ObLIM: TpaH3UTOPHAas ODTATLMOTUIIEPTEH3US Ha JIEBOM IJ1a3y,
paspeniuBiiascs Ha (YOHe TMITOTeH3UBHOM Tepanuu yepe3 2 Mec
T0CJIe OTepalvy, MOSIBJICHUE 30HbI XOPUOPETUHAILHOMI aTpohun
B 30HE BBEJEHHUSI MTpernapara rno Xoay BepXHe-BUCOUYHOMN apKabl
Ha 000MX IJ1a3ax.

OBCYXKIEHUE

ITpoBeneHo MccienoBaHue B MPOAOJbHOM Cpe3e C Ha-
OJroiecHrEM B TeueHUe 12 Mec KOropThl U3 6 JeTeil, BIiepBbIc B
P® nonyuyuBiimx reHHyto tepanuio B Buae BH. be3zomnacHocTh
1 2 GEKTUBHOCTH Npernapara paHee Obljia JoKa3aHa B KIMHU-
yeckux ucciienoanusx [10—14] u B peaJbHON KIMHUYECKOM
npakrtuke [15, 20—23].

PesynbTarsl neyeHust BH 1o naHHbIM JuTepaTypbl olie-
HUBAJIKNCh C MOMOIIBIO 1IEJIOT0 CIEKTPa pasIMuHbIX MCUXobu-
3UYECKUX, DJEKTPOGU3UOTOTUUECKUX U MOPDOMETPUUECKUX
MeTonoB [27]. B Hamiem ucciae1oBaHUM MBI BbIOpaiu Takue
METO/Ibl OLIEHKH 3pUTeNbHbIX GyHKIIMI, Kak MK O3, nose 3pe-
Husg 1o lonbamany, mukponepumerpusi, OPT u 3BI1, a Takke
OLIEHUBAJIA CTPYKTYPY CETUATKU C MOMOIIBIO (DOTOpErnucTpauu
rmasnoro nHa, OKT u FAF.
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Fig. 6. Kinetic perimetry before treatment (A) and 1 year after treatment (B)
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ITockoabKy (hakTUueckuii JieueOHbI 3P GEeKT reHHOMI
tepanuu RPEG6S5 HamnpaBjieH, IIaBHbIM 00pa3oM, Ha Maj0uyKo-
BYIO CUCTEMY, JUISI OLIEHKM ero 3¢ (GeKTUBHOCTU pa3padoTaHbl
CreualbHbIE TECThl: TECT MYJbTUSIPKOCTHOM MOJABUXHOCTU
(MLMT) B nipesieiax OLIEHMBAaeMOT0 IMarna3oHa OCBEIICHHOCTH
1 TECTUPOBAHME MTOPOra CBETOUYBCTBUTEIBLHOCTH TTOJHOTO OIS
(FST) [27].

B cBsI3U ¢ OTCYTCTBMEM aHAJIOTOBBIX TECTOB JJIsI OLIEHKHU
93¢bGEKTUBHOCTU JIeUSHUST Mbl OTIMPAInCh HA CYObEKTUBHbBIE
M3MEHEHHUsI CBETOUYBCTBUTEIbLHOCTU CETYATKU M OTBETHI HA
crelMalibHble BOMPOCHI [0 OPUEHTALIMU AeTeil B IPOCTPAHCTBE
NP pa3IMYHbIX TUTIAX OCBEIIEHHOCTH.

VY 5 nereit u3 6 ObIJIO OTMEUYEHO 3HAYUTENILHOE YIYUILIEHHUE
(rosiBJieHrEe) OpUEHTALMK B IPOCTPAHCTBE B TEMHOE U CyMepey-
HOE BpeMsI CYTOK, Y OTHOTO pebeHKa ¢ M3HAYaTbHO BhIPAXKEHHbI-
MU U3MEHEHUSAMU Y HU3KOM OCTPOTOM 3peH M 3apEruCTPUPOBAHO
YMEHbIIIEHUE aMITTUTYIbl HUCTarMa 1 yaydllleHue 3pUTeabHOMI
duxcauuu.

Y 4 mauueHTOB Ha010/1a710Ch 3HAUUTEIbHOE paCIliu-
peHue maonaau nepudepruyeckoro MnoJjs 3peHust yxe yepes
Mecs11 Mocjie TeHOTeparuu, KOTOPOe OCTaBaIOCh CTa0MIbHBIM
Ha MPOTSKEHUHM BCEro mepuoja HabIofaeHus, y 2 TalueHTOB
nepudepuyeckre TpaHUIlbl 3peHUsT 0CTaBAIUCh CTAOUIBLHO
HOPMaJbHBIMU. YBeJIMUEHUE IpaHUL Meprdepruyeckoro mnoJs
3pPEHUST KOPPEJIMPOBAIO C U3BMEHEHUEM MOBEACHUS AeTel U
VAYYIIEHUEeM UX OPUEHTAIIMH B TPOCTPAHCTBE B TeMHOTe. Haru
JTAHHbIE MOATBEPKIAIOT U COTJIACYIOTCS C pe3yIbTaTaMU KPYITHBIX
WCCIIeI0BAaHNI, T/Ie TAKXKE 3aperMCTPUPOBAHO 3HAUUTEILHOE pac-
LIUpEeHUe MoJis 3peHus nociie npuMmeHenust BH [12, 15].

MukponepuMeTpusl MO3BOJISIET OLIEHUBATh CBETOUYYB-
CTBUTEJbHOCTb CETYATKM M MoKazaTeJu (UKcaluyd ¢ TOYHOM
Tornorpauueckoil Koppeasiuueii co CTpyKTypaMu IJ1a3HOro
nHa. OfHaKko JUIIb B ONHOW paboTe MCIOIb30BAIM TaHHYIO
METOIMKY JJIsSI OLIEHKU U3MEHEHUsT CTAaOWIbHOCTU (hUKCcallMU
nocie reHorepanuu BH [20]. Boiee mupokoMy npumeHe-
HUIO MUKPOTMEPUMETPUUECKOTO TECTUPOBAHMS, KAaK KPUTEPUSI
ycnexa jeyeHus BH, npenstcTByeT HecTaOumiIbHasl pUKcaLUs
nauueHToB ¢ BAJI 1 Hu3Kast HaaeXHOCTh pe3yJIbTaTOB UCCIe-
JIOBaHUIi y MAllMEHTOB MJIA[IIEro Bo3pacta. Mbl TPUMEHSIIN
MUKPOTMEPUMETPHUIO KaK 4acTh (PyHKIIMOHATBHOTO UCCIEI0BAHUS
y 3 manueHToB B Bo3pacTte 15, 12 1 9 jieT, CmocOOHBIX BBIMOJIHUTD
TectupoBaHue. CpeaHssl CBETOUYBCTBUTEIbHOCTb CETUATKHU Y
9THX MALMEHTOB 3aMETHO yBeJnuuIach yepes 12 mec rocie Jjie-
yeHwusl. o Tepanuu iuHaMuueckasi ukcanus y BcexX malueHTOB
ObL1a CTaOMJIBHOM B COOTBETCTBUU C KJIMHUYECKOW Ki1acCupu-
kauueit Fuji, T.e. Gosbine 75 % Touek dukcalnuu nonanaim B
Kpyr 2°. ¥V 2 naiueHToB (hUKcalusl OCTaBajach CTaOMIbLHOM Ha
MPOTSKEHUU BCEro HaOMIOAeHUs. Y OMHOM MalueHTKU C UC-
XOIHO XYAIIMMMU ToKazateasiMu (hUKcaluyi oHa 3HAYUTETbHO
VAYYIIWIACH, TUTOIIAb SJUIMIICOB CYIIECTBEHHO YMEHBIINIACD,
YTO COTJIacyeTcs ¢ pe3yabratramMmu paboTsl [20].

B xone nuHaMuyeckoro HabIIOIEHUS HE OTMEUEHO CYIlie-
CTBEHHOTO U3MEHEHHUSI OCTPOTHI 3peHUsI B OONBIIMHCTBE IJ1a3,
MKO3 ocraBanach CTaOUIBLHON WM HE3HAUUTETHHO MEHSLIACh
Ha MPOTSIKEHUU BCEro McciaeaoBaHusl. MIcXoqHble 3HAYEHUS
ocTpoThl 3peHus He Bausiid Ha MKO3 mnocne neuenust BH.
Y nauuveHTta No 5 BciieacTBME MOSIBIICHUSI XOPUOPETUHATbHOM
aTpoduu, pacpOCTPAHUBIIICICS OT MECTA BBENIEHNSI B LIEHTPAb-
Hy10 30HY, MKO3 Ha onHOM a3y cHusuiack ¢ 0,7 1o 0,4. Octpo-
Ta 3peHUsI BOCHOBHOM XapaKTepU3yeT COCTOSIHUE KOJIOOUKOBOIt
CHUCTeMBI, U uccieaoBanue ¢asbl 3 Bkiaoyasio MKO3 Tosibko B
KayeCcTBE BTOPUYHOM KOHEYHOU TOYKM, YKA3bIBAIOIIEH Ha ee
He3HauuTeIbHOE U3MeHeHue [12]. B mocTperucTpalimoHHbIX UC-
cnenoBanusix BH MKO3 He uameHsiiach Uiy umesia TeHASHIMIO
K MOBBIIIEHUIO MPEUMYIIIECTBEHHO Y TTAIIMEHTOB 00Jiee MOJIOIOTO

Bo3pacTa [ 15, 23, 28]. M.Gerhardt 1 coaBT. BriepBble COOOIIMIN
0 cjly4yae MOJIHOTO BOCCTAHOBJIEHHSI 3pEHUSI Y OHOTO pebeHKa
JIOLIKOJIbHOTO Bo3pacTa nociie JeueHust BH [23]. B To xe Bpemst
aBTOPbI 0030pa JUTEPATYPhI, MOCBIIIEHHOTO PEKOMEHAAIIUSM
10 OlLIeHKe ycrexa reHHo# Tepanuu BH, moguyepkuBaooT, 4To
pe3yabTaThl u3MeHeHus1 MKO3 crienyeT MHTepNpeTUPOBATh C
OCTOPOXKHOCTBIO BBUIY CYOBEKTUBHOCTU U OOJbILIONH MHAUBHU-
JyaJIbHOI U3MEeHYUBOCTH [27].

DeKTpoOU3N0IOrMUECKIE METOIbI IMArHOCTUKHU, C OIHOMI
CTOPOHBI, SIBJISIIOTCSI OOBEKTUBHBIMMU, & C IPYrOii — OLIEHUBAIOT
HEMOCPEACTBEHHO 3puUTebHYI0 GyHKuM0. DPT mo3Bosser
OLICHUTb KaK (PYHKIMIO MepudepruIecKoil ceTyaTkKu 1 Iajoy-
KOBOI1 CUCTEMBI, TaK U U30JMPOBAHHO (DYHKIIMIO KOJIOOUKOBOI
CHUCTEMBI CeTYaTKU U MOXKET CIYXUTb KputepueM 3(HheKTUuB-
HOCTU FTeHHOM Teparnuu B OTCYTCTBUE BO3MOXKXHOCTH IMPOBEACHUS
B Poccumn FST. Jo npumenenuss BH OPI perucrpuposanach
TOJIbKO Yy ofiHOTO nareHTa (No 5). YacTuuHOe BOCCTAHOBJICHUE
OPT, BbIsIBIEHHOE HAMU Y Tpex aeTeit — 5, 6 u 10 et ¢ paHee
HE omnpeae/IsieMoii 3JIeKTpO(GU3N0IOTUUECKONH aKTUBHOCTHIO,
corjacyercsi ¢ BepBble OMMCAaHHBIM BoccTaHoBIeHUeM DPT y
JeTeil MOIIKOJbHOIO Bo3pacTa mocie npuMmeHenusi BH B 'ep-
MaHuM [23]. Haim nmaHHbIE TTOATBEPKAAIOT 3TO HAOIIOACHMKE,
YTO TaKXXe€ CTAaBUT Hallle UCCAeNOBaHUE B pa3psill MMOHEPCKUX.
IMosiBnenue DPT u POPT Ha 30 I'iy Ha pa3aMyHbIX CPOKAX Ha-
OJIIOJICHUSI 1 YBEJIMUEHUE aMIUIMTYIbl UX KOMIIOHEHTOB IMOCe
BBeneHuss BH sBisieTcs ofHUM 13 O0OBEKTUBHBIX IIPU3HAKOB
yaydieHust 3puTebHbIX pyHkimii. Coxpanenue OPI u POPT
Ha 30 I'u B Hallleit KoropTe MalueHTOB SIBJSIETCS 00BEKTUBHBIM
rokasarejieM, YKa3blBalOIIMM Ha CTAOMJIM3ALIMIO 3PUTEIbHBIX
¢yHKIIMI B TedyeHue roaa nocjie BBeaeHus BH.

YBeanyeHue aMIiuTyabl KomrnoneHta P100 3BIT Ha
narrepH u P2 3BI1 Ha BCObIIIKY Yy AeTeil CBUAETEIBLCTBYET O MO~
BBILLIEHWH aKTUBHOCTHU B IPOEKLIMY 3PUTEJIbHOM KOPbI Ha (DOHE
BOCCTaHOBJIEHUsI 3pUTEILHOTIO LIMKJIA Ioce reHotepanuu BH.
C Halleil Touku 3peHusl, 9TO SIBJSIETCS CBUAETEIbCTBOM ILJia-
CTUYHOCTH 3PUTEJbHBIX MyTei, UTO MOATBEPXKIAIOT JTaHHBIE O
HeUPOIIaCTUYHOCTH APYTUX CTPYKTYP MO3Tra B OTBET Ha TeHHYO
tepanuto RPE-acconmupoBaHHbIX 3a001eBaHuUi ceTyaTku [29].

Kak u B uccinemoBanusix ¢assl 1 1 dasbi 3 [13, 17], MbI uc-
nosib3oBayin faHHble OKT, Takue kak LITC, TOJIBKO 1151 OLIEHKH
COOTBETCTBUSI MALIMEHTOB KPUTEPUSIM BKJIIOUESHUS U JIJIS1 aHATH3a
o6e3onacHocTtu JeyeHust. McxonHo LITC Obuta 3HAYUTETBHO
cHukeHa — 205,9 + 47,8 MKM B OCHOBHOM, 3a CUET YMEHbBIIICHUSI
TOJIIIMHBI HAPY>KHOTO M BHYTPEHHETO sIIEPHOTO cJiosl. [TaiieHThb
C XyAIUMHU QYHKIMOHATLHBIMU IMOKA3aTEISIMU KUMETU MEHBIITYIO
LTC. Y 4 namux nauyeHToB (8 rj1a3) oTMeyanach 1e30praHu3a-
LIMS DJUTMTICOMIHOM 30HbI CETYATKU, YTO SIBJISIETCSI TUITMYHBIM
npuszHakoM BAJI Ha OKT. ToiuHa ceTyaTku y MaiydeHToB ¢
BAJI ymMeHbI1aeTCsI ¢ BO3pacTOM M3-3a JieTeHepaTUBHBIX U3Me-
HeHuil U rubenu kierok. [Tocie npoBeneHHoro JeyeHus: LITC
JIOCTOBEPHO He 3MeHunach (p = 0,9) u mpu nocaegHeM OCMOTpe
(uepe3 12 mec nocie yeyeHus) cocraBuia 203,4 + 48,0 MKM.
Mpb1 HabJII01aIM HEOCTOBEPHYIO TEHACHIIUIO K YMEHBIIEHUIO
HTC Ha npoTsKeHUM BCETO MCCIEAOBAHUS ¢ MUHUMAJIb-
HBIM 3HaYCHMEM 4epe3 6 Mec IMociie BBeACHUs IMperapaTa —
197,5 £ 54,8 MxM. CyllleCTBEHHbIX U3BMEHEHUI B CTPYKTYpe
LIEHTPAJIbHBIX OTJEJIOB CETYATKU B MPOCJIEKEHHbII MEPUOJ MbI
He HabJoqaIu.

B uccnenoanuu C. Deng u coaBr. [15] B 19 razax 10 na-
LIMEHTOB Ha0J110JaJI0Ch HEOOJIBIIIOE, HO CTATUCTUYECKU 3HAUUMOE
cHikeHue cpeaHero 3HaueHus: LITC Ha 9 MKM OT MICXOTHOTO YPOB-
Hs1. B MHOTOLIEHTpOBOM HcciienoBanuu J. Sengillo u coaBT. [28]
(77 rna3 41 mauueHTa) TOJLIMHA CETYaTKU B (poBea He3Ha-
YUTEIbHO YMEHbBIINIACh KaK y JAeTeil, TaK U Y B3POCIbIX 03
CYILIECTBEHHBIX Pa3IMuuil Mexay nonynsuusmu. HanpoTus,
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B otuete F. Testa u coaBt. [21] nocne neueHuss BH B xoropre
MeauaTpuIeCcKuX MalMeHTOB BIIEPBbIE OTMEUYEHO yBEJUYEHUE
LTC u oTnenbHO HAPYKHOTO SIIEPHOTO €10t (0OCOOEHHO B Tie-
pudoBeabHOM 00J1aCTH), YTO KOPPEJIUPOBAJIO C YBEIUUCHUEM
MKO3. 1o cux rop ocTaeTcst HeSICHbIM: TEHACHIIUS K CHUKECHUIO
L TC — aT0 caencTBue MPOBEACHHOTO JICUSHUSI U €CTECTBEH-
Hoe TeueHue BAJL. [Iyst oTBeTa Ha 3TOT BOMPOC HYXKHBI OoJiee
MPOAOKUTETbHBIE MPOAOIbHbBIE UCCIENOBAHUS C IMHAMUYECKOM
OLIEHKOM TOJIIIMHBI CETYATKU U OTAEJbHbBIX €€ CJIOEB.

FAF no3BoJjisseT HeMHBa3MBHO OLIEHUTH IJIOTHOCTb pac-
npeneaeHus GbaoopodopoB Ha 3aHEM TOIOCE T1a3a, MPEeXe
Bcero jaunogycuuHa. Y OoJbIIMHCTBA HALIMX MAllMEHTOB HE
yaajioch NojyuyuTh uzodpaxenus FAF ynoBiaeTBopuTeabHOro
KauyecTBa M3-3a IUIOXOH (PUMKcaluMu U BhIPAXKEHHOM CBETO0O-
SI3HU HAa CUHUI UM 3eJIeHbli cBeT. JIByM malyeHTaM 13 Hallei
Koropthsl peructpupoBain FAF B Kaxablii OTYETHBIN NEpUOI,
cUTHaJ ayTo(hII00OPECIEHIIMY ObLT PE3KO CHUXKEH, UTO SIBJISIETCS
MaTOTHOMOHUYHBIM ITpu3HakoM BAJI u ciieicTBUeM HapyleHUst
peruHouaHoro ukia [30]. [Mocne Tepanuu BH natrepHsl FAF
He TIpeTeprev U3MEHEHUI 1 0CTaBaIMCh CHUXKEHHBIMMU.

[1o pe3ynbratam HalIuMx HAOJIOAEHUI MOC/IEe TeHHOM Te-
panuu BH ocioxxHeHUs1 ¥ HexXenaTeabHbIe SIBJICHUsI, KOTOPbIE
He CBSI3aHbl HEMOCPEACTBEHHO C JIEKapCTBEHHBIM CPEICTBOM,
otMeveHsbl B 9 (75 %) ri1a3ax: XOprOpeTUHATIbHAS TUCTPODUS
B MECTe BBEACHMS TpernapaTa y 3 maluueHToB (5 mia3) u MyJib-
TUdhOKaTbHAs HYMMEISIPHAsI XOpUOpPEeTUHAIbHASl TUCTPOdUs
y 2 mauueHTOoB (4 rj1a3a), JIOKaJIbHbIN 3MUCKIEPUT — B OJHOM
a3y, pa3peluBiuiics yepe3 1 Mec Ha (poHe MECTHOIM MPOTUBO-
BOCHAJMUTENbHOI Tepalluu, TpaH3UTOpHOEe MoBbileHue BIJI
y 2 namueHToB (3 1j1a3a), KOMIIEHCMPOBaHHOE B TeueHue 1—3 Mec
C TIOMOIIIbIO MECTHOI TMIIOTEH3UBHOM Tepanuu. ¥ OIHOIO
pebeHKa ObLIO coueTaHne HeXeNaTebHBIX SIBJCHUI Ha OJHOM
[J1a3y: AMUCKIEPUT, TpaH3UTOpHOE MoBbilieHue BI'/1, mosisiaeHue
XOPUOPETUHATLHOM aTpotru B 30HE BBeeHUsI MpernapaTa. Bos-
HUKIIIKE OCTOXHEHUST HE OKa3aiu CyLIECTBEHHOTO BIMSHUS Ha
(byHKUIMOHaNBHBIE MOKa3aTeau. TOJbKO y OJJHOTO MallMeHTa B
OITHOM TJ1a3y OTMeUeHa BbIpaxkeHHas 30Ha XOPUOPETUHAIbHOM
aTtpodun, nmossBuBLIAsICsA yepe3 1 Mec rmociie BBeAeHUS IpenapaTa
U pacmpocTpaHsolasics oT Mmecta BBeaeHuss BH Ha cmexxHbie
30HBI M MaKyJly, 4YTO TIPUBEJIO K CHUXEHUIO OCTPOTHI 3peHUSI.
I1o naHHBIM 3apyOeXHBIX HCClenoBaTeNeit, Haubosee pacnpo-
CTpaHEeHHbIE MOCIeoNePalIMOHHbIE TPOOIEMbI BKIIOYAIU MOBBI-
menue BI'II (59 %), cToiikoe BHyTpuia3Hoe BocnajieHue (15 %)
1 IIOMYTHEHME CTEKIOBUIAHOTO Tefa (26 %), KOTOpbIe pa3peLim-
JIUCh B TEUEHUE HECKOJbKUX MecslieB [15].

CyOpeTtuHaibHas MHbeKIMs BH MoxXeTy yacTu maiueHToB
MPYBECTHU K XOPUOPETUHAIbHOM aTpOGhUU B MECTE BBEJICHHS U 32
ero npeaegamMu. ATpodun y mnauMeHToB, roaydyapiiuux BH, 0buin
K1accuUIMPOBAHbI MO BHEIIHEMY BUAY Ha Pa3iUYHbIC MOJI-
TUIBL: XOPUOPETUHATbHAs aTpOdus B MecTe BBeIeHUsI (11O TUITY
«touchdowny), nepudoBeanbHast XOpHOpeTUHAJIbHAsI aTpodust
10 TUITY HYMMYJISIPHBIX XOPMOPETUHATbHBIX OYaroB U CMeIllaH-
HBIIl TUIT XOpUOpeTUHaIbHOM aTtpoduu [31, 32]. HecMmoTpst Ha
MpoTpeccupylolyio nepudoBeajbHyIO XOPUOPETUHATbHYIO
atpoduto, y 60JbIIMHCTBA MALIMEHTOB MOKA3aTe1 3PUTETbHbIX
(byHKUIMIA yAYYIIIMIUCH WU OCTaBaIUCh CTAOMIBHBIMU, BEPO-
SITHO, U3-3a aTpouu, He 3aTparuBarolIeil LIEHTPAIbHYIO SIMKY.

B HenaBHO MPOBENEHHOM PETPOCIEKTUBHOM HCCIeI0Ba-
Huu (71 r1a3) yctaHOBJIEHO, YTO cTerneHb yayuineHus FST nocie
BH cunbHO KoppeaupoBaia ¢ pa3BUTUEM U IPOTPECCUPOBAHUEM
XOpUOpETUHANIbHOM aTpoduu [33]. ABTOPHI IIPEANOJIAraroT, YTo
aTpodusi MOXKET pa3BUBATHCS KaK TOKCUYECKOE WJIUM META00IM -
yecKoe MOC/eICTBHE OMOCPENOBaHHOM BEKTOPOM IKCIPECCUU
RPFE 65. Pucky atpoduu ObLIM OOJIbILIE TOABEPKEHBI ITALUEHThI
LIKOJBHOTO U IOHOLIECKOTO BO3PACTA C BBICOKOW MCXOAHOU

ocTpoToii 3peHus. HeobxonumMo oTMETUTh, YTO HU KaIlCHUJ
Ha ocHOBe AAV, HU 3mKMcOMa HE MOTYT SIBJISITbCSI IPUYMHOMN
JIAaHHOTO HexkenarebHoro adgdekra. Takum 006pa3om, mpsIMOro
3THUOJIOTUYECKOT0 BO3/ICMCTBUS Ha PA3BUTHE XOPUOPETUHATIbHOM
arpoduu BH He oka3bIBaeT, yTO orpeaessieT HaydyHO-KJIMHUuYe-
CKUI MHTEPEC K JaJIbHENIIIEMY U3YYEHU IO ITOTO HEXEIATSJIbHOTO
SIBJICHUS.

3AKJITIOYEHUE

B cratbe mpenacTaBieHbl MepBble JaHHbIE OTHOCUTEIbHO
JUTUTEJILHOTO aHain3a 6e30nmacHocTU U addekTuBHOCTH BH y
pOocCHiiCKUX MaleHTOB ¢ RPE65-CBA3aHHOI HACIEACTBEHHOM
aTOJIOTMel CETYaTKU B ITPOIOJILHOM CPe3e B peaibHOM KIIMHUYe-
CKOI MPAaKTHKE C OLIEHKOM PA3JIMYHbBIX [TOKa3aTeJsel CTPYKTYPbI U
(byHK1MY ceTyaTKu. Pe3yabTaThl 1IeMOHCTPUPYIOT CTAOMIU3ALIMIO
U yJIydllieHUe 3pUTETbHBIX (DYHKIIUI, YTO OCOOEHHO BasKHO TSt
3aBeIOMO OOpPEUEHHbBIX MALIUEHTOB C MPOTrPECCUPYIOIIUM XapaK-
TepoM 3aboseBaHus. [IpuMeHeHre HOBEMIIMX BEICOKOMHGOP-
MaTHMBHBIX METOJOB IMATHOCTUKU U BU3YyaJIU3ALMU TTO3BOJISIET
OCYIIECTBJISITh IMHAMUYECKOE HAOJI0eHe U KOPPEKTHBIN 1
MOJIHBIA KOHTPOJIb JieueHusi. Heo6xonumo npoaosKarh -
TeJbHOE HabJIoeHUE MAallMeHTOB, OoJiee AeTaabHO MpoaHaIv-
3UPOBATh BO3HUKIINE OCTOXKHEHMSI.
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