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PE3IOME

Jnactuueckast ncesnokcantoma (311, cuuapom 'penbnan — Ctpannbepra) npencrasiseT coboii peKoe HaclenCTBEHHOe 3a00JIeBaH1e C ayTo-
COMHO-peLeCCUBHbIM TUTMOM Hac/e[JoBaHuMs, XapaKTepuaylollieecs NopakeHeM KOXKH, 71a3, XeyI04YHO-KUIIEYHOrO TPaKTa i CepAeUHO-Co-
cynmcTolt cucteMbl. 3aboneBaHue o0ycioBeHo fedekrom 6enka ABCC6 (TpaHcMeMOpaHHbIi TpaHCIOpTep afaeHo3uHTpUdocdara), yuacTpy-
IOLLIETO B FOMEOCTa3e CbIBOPOTOUHOro nupodocdara, OCHOBHOrO MHIMOUTOPA IKTOMMUYECKOi KabLnpUKaLmy. JUChYHKLMS UM OTCYTCTBHE
ABCC6 npuBOIMT K CHIKEHHMIO COAepskaHust mpodocdata B CIBOPOTKE KPOBH U, KaK CIEACTBHE, IKTOMUUECKOI KabLU(HUKALMK, 0COOEHHO
MSITKOW COeIUHMTENbHON TKaHW. VisaMeHennst koxku npu 3l1 npencrasiaeHbl MIOCKMMU KCAHTOMATO3HbIMU Y3€JIKaMM KeJITOBaToro LiBeTa pas-
JIMYHBIX GOPM 1 pasMepoB. OCHOBHbIE MPU3HAKM MOPaskeHusl [71a3 — aHTMOMHbIE T0JI0ChI Ha [Ia3HOM JIHe M XOpUOW/asibHasi HeOBaCKyspr3a-
uust (XHB). [Mporpeccupytoliiee paspytienne MmeMOpatb! Bpyxa npuBoaut K ycusennio XHB, a pa3Butie ee B MakysipHO 0671aCTH — OCHOBHas!
MPUUKMHA CHIKEeHNS LieHTpanbHoro 3penus npu 311, [lepcnektrBHbIM BapuanTom siedennst XHB BenencTeie aHrMOMAHbIX MOJIOC CIYXKUT MHTpa-
BUTpeanbHoe BBezieHue aHTi-VEGF npenaparos. Pann6usyma6 paspetueH s inedennst XHB paznuunoit atnonoruu, B Tom uucie XHB Benen-
CTBUE aHTMOMAHBIX M0J10C. B HacTosLIel CTaTbe MpeCcTaBeHbl KIMHUYECKHe HaOMIOeHNs], WITIOCTpUpYoLe 3G (EeKTUBHOCTb PUMEHEHHs
AHTMAHTMOTE€HHON Tepanuu B JIeYeHUH 371aCTUUECKOI NICEBIOKCAHTOMBI.

KJIKOYEBBIE CJIOBA: cunapom ['pen6nana — Crpannbepra, aHrHOMAHbIE MTOJIOChI, XOPUOUAAbHASI HEOBACKYISIpU3aliyisl, 371aCTUUeCKast [CeB-
ZOKCAHTOMa, MHTMOUTOPBI aHrHOreHe3a.
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Anti-VEGF-therapy for pseudoxanthoma elasticum (case reports)
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ABSTRACT

Pseudoxanthoma elasticum (PXE), also known as Gréenblad-Strandberg syndrome, is a rare autosomal recessive disease affecting the skin,
eyes, gastrointestinal tract, and cardiovascular system. The disease is caused by a defect in ABCC 6 (adenosine triphosphate-binding cassette,
subfamily C, member 6) transporter involved in the homeostasis of serum pyrophosphate, the key inhibitor of ectopic calcification. Dysfunction
or lack of ABCC 6 leads to a decrease in serum pyrophosphate levels and, as a result, ectopic calcification of soft connective tissue. Skin
lesions in PXE are flat yellowish xanthomatous nodules of various shapes and sizes. The leading signs of eye disorder are angioid streaks and
choroidal neovascularization (CNV). Progressive destruction of Bruch's membrane favors CNV, whereas macular neovascularization is the key
reason for a reduction in central vision in PXE. Intravitreal injection of anti-VEGF medications is a promising treatment for CNV due to angioid
bands. Ranibizumab is approved for CNV of various origins, including CNV due to angioid streaks. This paper addresses clinical observations
illustrating the efficacy of anti-VEGF therapy for pseudoxanthoma elasticum.
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BBENEHUE

Inactuyeckast ncesaokcantoma (31, cunapom I'peno-
nan — Crpannbepra) npezcrasisier co0oii peakoe Hacies-
CTBEHHOe 3a00yeBaHMe C ayTOCOMHO-DPELeCCHBHbIM THUIIOM
HacnefoBaHKsl, XapaKTepusylolleecsl MOpaKeHHeM KOXH,
IJ1a3, 5KeyAOYHO-KHULIEYHOrO TPAKTa ! CepAe4YHO-COCYIUCTOM
cucteMbl. Ero pacnpoctpaneHHocTb cocrasisieT oT 1:25 000
1o 1:100 000. Knunuueckue nposiieHus: 3a6oneBaHust pas-
HooOpasHbl [1, 2]. Benok ABCC 6, KOTOpBIii KOAMpYyeTCs re-
HoM ABCC 6, AT®-cB3bIBaOLIMIT KACCETHbIN OeIoK 6 nop-

CeMeJiCTBa, CIYXKUT TPaHCMEMOpPAHHbBIM TPaHCIOPTEPOM
aneHosunTpudocdara (ATD), sxcrpeccupyeTcss B OCHOBHOM
B [Ie4eHH, NIOYKAX U, B HE3HAYMTEJIbHON CTeneHH, B nepude-
puueckux Tkausx. l'en ABCC 6 pacrionosxen Ha 16-it XxpoMo-
come, MecromnosoxeHre p13.1 [3]. Benok ABCC 6 yuacTByer
B FOMEOCTase CbIBOPOTOUHOro nupodocdaTa, OCHOBHOTO UH-
rubuTopa SKTONMYECKOi Kanbuudurauun. Benencreue nuc-
dyukumn unn orcyrereust ABCC 6 cHuskaeTcst conepskaHue
nrpogocdara B CbIBOPOTKE KPOBH, UTO MPUBOIUT K SKTOMHU-
yecKoil KanbLMdUKaLMK, OCOOEHHO MSIKOIl COemMHUTEIb-
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Hoit TKanu [4]. Koxxuele uamenenus npu 31 npexncrasieHsl
MJIOCKMMHM KCAaHTOMATO3HbIMU y3eJIKaMM KeJITOBaTOro 1iBe-
Ta pasnnuHoil GOPMbI, pa3MepOM OT BeJUUYKHbI POCSHOr0
3epHa J10 YeueBHLibl, KOTOpble MOTYT CJIMBATbCsl B OTPaHUY€EH-
Hble 1 A1 Py3Hble ONALKK M pacrosararoTcsi, Kak MpaBuio,
nvHeiiHo. Hanbonee 4acTo 10KanM3yloTCs Ha Liiee, B KPYMHbIX
KOXKHBIX CKJIAJIKaX, pexke — Ha JIpyrux yyacTKax TYJIOBMILA.
[MopaskeHHast KO3Xa >KeNTOro LBeta, Aps6asi, nepepacTsHyTa
1 XOpOLLIO COOMPAeTCst B CKIAAKU. AHATIOTMYHbIE Y3eJIKOBbIE
BBICBIMAHMSI MOXHO HaOMO#aTh M Ha CIM3UCTBIX 000JI0U-
Kax [2, 4].

OcHoBHble nposiBieHust nopaxenust mas npu 31 — an-
TMOMZHbIE MOJIOCHI HA [JIa3HOM JIHE M XOPUOMJAsIbHasl HeOBa-
ckynsipusauust (XHB). B ocHoBe pasBuTHsl MaTOIOrMK JIEKUT
nporpeccupyolas KanbLu(UKaLms, NTpUBOISILIAsL K PbIXJIO-
ctn memOpanbl Bpyxa [5]. Mem6paHa bBpyxa, pacnona-
rasicb MeXny MNUrMeHTHbIM anurenvem ceryatku  ([19C)
1 XOPHOKAMWUISIPAaMH, CTYKUT PpU3MOIIOrMYECKUM 6apbepom,
NPensTCTBYIOIMM BPaCTaHUIO KamujjspoB B CeTyaTky [6].
[lporpeccupytowas  KanbuuduKaLysl MNPUBOAUT K paspbl-
BaM MeMOpaHbl Bpyxa 1 o¢TanbMocKonuuecky NposBisercs
B BUJle aHTMOMHbBIX N0JI0COK [7, 8]. [Iporpeccupytoliiee paspy-
weHve Mem6panbl Bpyxa npuBoaut K ycunennto XHB, a nosi-
JIeHne ee B MaKyJISIPHOI 00JIaCTH CTAHOBUTCSI OCHOBHOIA MpPH-
YMHOM CHUXXeHMs] LieHTpasnibHOro 3penus npu 311, bes neuenus
XHB npuBOOuUT K JIOKaNbHON 3KCCYAALMHM, KPOBOUSJIUSIHUSIM
C mocrnenyowrM GUOPOBACKYIISIDHBIM pyOLiIeBaHUEM U TPO-
rpeccupylolLiefi motepe 3penus [5, 7].

Io Vivaldi pasnuuator cnenyiotuve cranum 3aboseBaHus:

| cramus — GeccMNTOMHasl, MPU KOTOPOii HA I71a3HOM
IHe B 00JIaCTH 371aCTHUeCcKoi MeMOpaHbl cetdyatky (MeMOpa-
Hbl Bpyxa) 06Hapy>KMBAIOT aHTMOWIHBIE TOJIOChI;

Il crannst — xapakTepusyercst pesKUM CHIKEHUEM 3peHus]
BCsieicTBie (pOPMHPOBaHKsST CyOpEeTHHAIbHON HEOBacKyJsip-
HO#1 MeMOpaHbl B MakyJIsIpHO# 061acTy;

IIl cramus — pasBuBatoTCSl PyOLOBbIE M3MEHEHMsl ouvara,
CKOTOMa 1 HeoOparnMasi noreps 3apenus [3].

Wcnonb3yemble paHee MeTonbl nedenust XHB Bcnencteue
AHTMOMZHBIX 110J10C (1a3epHast GOTOKOArysaLMsl, TPAHCIYMHII-
nspHas Tepmotepanust (TTT), poTonuHamuueckas Tepanus
(PAT), xupypruueckoe BMeLLATENbCTBO) B HACTOSILIEE BpeMsl
He NpuMeHstoT. CaMbIM MepCNeKTUBHbIM BaPUAHTOM JieueHUs
XHB npu 311 cuurator mHTpaBuTpeanbHoe BeeneHue (VIBB)
npenaparoB aHTU-VEGF. Pann6usyma6 paspeiuen s neve-
Hust XHB pasnnunoii atnonoruy, B Tom uncie XHB Benencreue
aHrMOMZHBIX 1osioc. [1o JaHHBIM PeTPOCNEeKTUBHOTO UCCIIeNO-
Banust PIXEL [9], UBB pann6usyma6a npuBoauso K crabumm-
3allMM U MOBbILLIEHUIO OCTPOThI 3pEHUs] B PEKMMe J031POBaHUSI
Pro Re Nata (PRN, «1o notpe6HoOCTI»).

KNMHUYECKWE HABIIOIEHUS

KJIMHWYECKOE HABIIOEHVE 1

Maumentka ®., 1973 . p., Bnepsbie oOpatinace B OpeH-
Oyprekuit dumman GrAy «HMUL «MHTK  «Mukpoxupyp-
rus masa» uM. akaj. C.H. ®enoposa» Munsnpasa Poccun
B aBrycre 2021 r. ¢ skano6amu Ha CHIXEHHE OCTPOTbI 3PEHMUS]
NpaBoro r71a3a, UCKaKeHUe NpeaMeToB U MOSIBJIeHHe MSTHA
riepes IMa3o0M B TedeHue nocnefnux 6 mec. M3 anamHesa ms-
BecTHO, 4To B 2007 I. 06HapyskeH pak Iueiik1 MaTku. B Teuenne
1 roga npoxozamia KOMIJIEKCHOE JiedeHre paka. B HacTosiee
BpeMsi HaxoauTcs Ha aucnaHcepHoM ydete. C 2008 r. Briepsble
3aMeTusIa BbIChINAHusl Ha Koxe wweu (puc. 1). [lo HacTosiero

Puc. 1. KoxHble nposienenus 3. [Nnockue kcaHToMaTos-
Hbl€ Y3€eNKN JIMMOHHO-XENTOro LiBeTa Ha 60KOBOW 1 3adHewn
NMOBEPXHOCTSAX LLUEW

Fig. 1. Skin manifestations of PXE. Flat xanthomatous lemon-
yellow nodules on the lateral and posterior neck

BPEMEHH YBeJM4eHNsl pa3Mepa MOpaskeHusl U MOSIBJIEHUST €ro
Ha PYrUX yuacTKax KoM He OTMeyaer.

[TpoBeneHo ogranbmonornueckoe obcnenosauue. Ocrpora
3penust: OD=0,1 sph -2,0=0,2; 0S=0,2 sph -1,5=1,0. Tono-
merpus: OD 18,0 mm pr. ct.; OS 19,0 MM pr. cT. [lons 3penus
B mpezenax HopMmbl. [lepenHuit otpesok ma3 6e3 ocoOeHHO-
creil. OCMOTp I71a3HOTO IHA B YCJIOBUSIX MeIWMKAMEHTO3HO-
ro muzgpuaza: OU — muck 3purenbHoro Hepsa ([3H) Gnen-
HO-PO30BbIi, 'PaHULIbl YETKHE, COCYAMUCTDbI My4OK B LEHTPE,
nepunanuwuisipio — OenecoBaTble 04ary C y4acTKamu rumep-
MUIMEHTalUMK (aHTMOMIHbIE MOJIOChI), B MAaKyJISIDHOH 30He
OTeK, Ha nepudepun — 06e3 ouaroBblx M3MeHeHuil. [Ipose-
JeHbl pOTOperucTpaums rmasHoro aHa B pexkume MultiColor
(puc. 2 A, C) u c momotubto ¢yHayc-kamepbl Canon (puc. 2 E, F),
ayTodoopecLieHLMst rasHoro gHa (puc. 2 B, D), ontuueckas
xorepenTHast Tomorpagust (OKT) (puc. 3 A, B, puc. 4 A, B, C)
1 OKT B pexxume anrnorpadum (OKT-AT) (puc. 3 C). Mcenenosa-
HUS1 BbINOJIHEHDI € UCTIONIb30BaHWeM ToMorpados SPECTRALIS
(Heidelberg Engineering, lepmanus), Optovue (Optovue, CLLIA).

[locne npoBeneHHbIX MCCI€OBAHUI YCTaHOBJIEH [ua-
rHo3: OU — muonus cnaboit creneHn. AHIMOMIHbIE MOJIOCHI
cerdyatku. OD — aHrMoMzHbIE MOJIOCHI, JUCKOBUAHBIN pyleL,
OCJIOKHEHHbIe MaKyJISIpHOI HeoBackynsipuzaumeit (MHB), ku-
CTO3HbIN MakynsipHblit oTek (Il cragust mo Vivaldi). 311 (cun-
apom 'penbnan — Crpannbepra).

[aumeHTke Ha3HAYeHO JIeUeHHe MHIMOUTOPOM aHrHOreHe-
3a panubuzymabom B foze 0,05 mn (0,5 mr) B peskume PRN.
3a Becb mnepuon Habmopenus (08.2021-03.2022) 6bu1o
BbinosiHeHo 4 VBB, u3 Hux 2 ¢ unrepsanom 1 mec. u 2 ¢ uH-
TepBasioM 2 Mec. MakCMMaJlbHO KOPPUIMpPOBAHHAsI OCTPOTA
3pennst (MKO3) nocne nepBoit MHbekUMK nosbicunack ¢ 0,2
10 0,8 u coxpaHsiach cTabKUIbHOI BECh NIEPUOZ HAOIOEHHSI.
[lo nannabiM OKT n OKT-AI, nposenennbim nocne BB panu-
Mu3ymaba, yMeHbLUIMIACh TOJILMHA CETYaTKH, MaKyJIspHbIi
OTeK 1 CeTb HOBOOOPa30BaHHBIX COCYNOB (pHC. 5, 6).

B Hacrosilllee Bpemsl naLlyeHTKa HaXoouTCsl Moz Habmoze-
HKeM, 3amiaHupoBaHo VIBB panumusymaba B peskime 103u-
poBanust PRN.

KAMHUYECKOE HABJIOIEHVME 2

Maumentka J1., 1977 1. p., BiepBble 06paTIach B KJIMHUKY
B aBrycre 2020 r. AHamHe3 3a6oneBaHust: Brepsbie 1 (aHrno-
WZHbIE TOJIOChI) ObLIa AMArHOCTHpoOBaHa B Bospacte 20 JyieT
(8 1997r.) npu npodunakTuyeckoM ocMmotpe. [IpumepHo
B 9TOT 3Xe NepUOJ BlepBble MOSIBUIMCh BbICHINAHUSI HA KOXe
11ey 1 JoKTeBbIX cru6oB (puc. 7). C 40 ner crana oTMeuaTh
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Puc. 2. Pesynbrathl 06¢cnenoBaHmsa naumeHTkm O.

LiBeTHoe n3obpaxkeHwe rnasHoro gHa ripasoro (A) n nesoro (C) rnasa B pexxwume MultiColor: aHrnongHbie nonockl. VisobpaxeHune rnasHoro gHa npasoro (B) v nesoro
(D) rna3sa B pexwvimMe KOpOTKOBOJIHOBOV ayTOGhiyOPECLEHLMN: o4ary rurnoayToghyopecLeHLnm B nepunanniiisipHou 1 nanviioMakysspHou 3oHax. LiBeTHoe
n306paxkeHne n N306PaxXeHne B pexxnmme ayTogryopecLeHUmm ¢ MomMoLLbio @yHayc-kamepbsl Canon rnasHoro gHa npasoro (E) n nesoro (F) rnasa: aHrmongHele
10/10ChI NMPEACTaBEHBI «COCYAUCTLIMM [JOPOXKAMU» B BUAE MOIYKOMbLA, PACXOAALUMMUCS PaANATIEHO Ha PA3ITNYHYHO MPOTSXXEHHOCTb [0 CpeaHeN nepugepum

(«cocyguctoe gepeso» Bokpyr A3H)
Fig. 2. Examinations of a 48-year-old woman.

MultiColor® fundus image of the right (A) and left (C) eyes: angioid streaks. Short-wavelength fundus autofluorescence (SW-FAF) images of the right (B) and left (D)
eyes: hypoautofluorescent foci in the peripapillary region and papillomacular area. Canon® fundus photo and autofluorescence image of the right (E) and left (F) eyes:
angioid streaks are represented by semicircular “vascular paths” extending to the middle periphery (“vascular tree” around the optic disc)

ne S
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Pwuc. 3. MakynspHasa o6nacTb ceT4aTky NpaBoro rnasa nauyneHTkn ®. 0o Ha4ana neveHus.
A, B — nHTpapeTvHabHas Xu[KocTb, CyOpeTuHaibHas XuakocTs, otek; OKT; C — BeTBsiLyasics ceTb HOBOOb6pa3oBaHHbIX cocynos; OKT-AlC

Fig. 3. Macula of the right eye of a 48-year-old woman before treatment.
A, B, intraretinal fluid, subretinal fluid, macular edema (OCT). C, branching neovascular network (OCTA)

yXyzLeHue 3peHnst Ha 06a rasa. C 2018 no 2020 r. nonyyana
1 pa3 B rox onHo VIBB pann6usymaba Ha JieBblit [71a3 10 Me-
cry skutenbctBa. CoOMaTHuecKkuii aHaMHe3: MalMeHTKa CTpa-
TaeT eJyJOUHbIMY KPOBOTEUEHHMSIMU C 6 JIET, 33 BCIO JKU3HD
KpoBOTeueHKe peLuanBruposaio 4 pasa. [lonyuana cumnroma-
TUYECKOe JIeUeHHe.

Octpora 3penus npu nocrymiennu: 0OD=0,04 sph
-1,5=0,05; 0S=0,08 sph -1,5=0,4. Tonomerpus: OD
18,0 mm pr. cT., OS 20,0 MM pr. cT. [lepumetpus: OD — na-
palieHTpanbHas ckoToMa, OS — BbiMazieHne HUKHeN MoJo-
BUHBI MoJieit 3peHnsl. BuomMKKpocKonus nepefHero oTpeska
o6owux rna3 6e3 ocobenHocreit. OcMoTp rnassoro gHa: OD —

I 3H 6nenublii, c YeTKUMHU KOHTypamH, oT JI13H K LieHTpasnbHO#
30He CeTyaTKa MCTOHYEHa, B MaKyJISIPHOM 30He JucundopM-
Hblit py6er; pasmepoM 1 DD. lNepunanmmuisipHo Genecosarbie
o4ary € yuyacTkamu rMIeprnurMeHTauny (aHrMOMAHbIE MOJIO-
Cbl), COCYINCTblE JOPOXKHW B BUIIe COCYAMCTOrO JlepeBa BO-
kpyr 13H, 0co6eHHO OTYET/IMBO BU3YalU3MUPYIOTCS HA CHUM-
ke ayrodmoopecuenuun. OS — JI3H 6nenHo-po30Bbiii,
C YETKMMU KOHTYpaMH, MepunanuuisipHo OenecoBaTbie ova-
rM C y4aCTKaMM TMNepnurMeHTauny (aHrMOMgHble MOJOChI),
B MaKYJISIDHOM 30He CyOpeTHHanbHbIil GUOPO3 C IBIEHUSIMU
oreka (puc. 8—10). [lpoBeneHo cTaHmapTHOE MCCIIEROBaHNeE
(cM. knuHMYecKoe HabmoaeHue 1).
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aavium

Puc. 4. MakynsapHas obnacTb ceTyaTKkv NeBoro rnasa naumeHtkn ®. o Havana nedenns, OKT.
A, B— npopurib MaKynsipHOU 30HbI COXPaHeH, JI0KalbHbIVi BEQYEKT /TMIMCOMAHON 30HbI, eEKT PETUHATILHOrO MUIMEHTHOro arnutenns; C — ToNLmHa ceT4aTkm

MeHbLLIE HOPMaJIbHbIX 3Ha4YeHUI (cxema)

Fig. 4. Macula of the left eye of a 48-year-old woman before treatment (OCT).
A, B, normal appearance of the foveal contour, a local defect in the ellipsoid zone, RPE defect. C, retinal thickness is below normal values (macular thickness map)

Puc. 5. MakynapHas o6nactb ceT4aTkv npasoro rnasa naumeHtky ®. go n nocne VIBB paHumunadymaba, OKT.
A — cocTosiHne [o Hadana nedeHus; B — nonoxuvrenbHas guHamvka: pesopﬁum? MHTpapeTMHaﬂbHOI;I XKMAKOCTW, MI0CKasi OTC/IoMKa NUrMeHTHOro armuTesns

C runepperieKTUBHLIM COREPXKXUMbIM

Fig. 5. Macula of the right eye of a 48-year-old woman before and after IV ranimizumab injection (OCT).
A, before treatment. B, improvement (resorption of intraretinal fluid, detached hyperreflective RPE band)

Puc. 6. Cocyabl MakynspHoi o6ract ceTHaTky Npaeoro rna-
3a nauneHTkm @. go n nocne VIBB paHnMmmnaymata, OKT-AT.
A —ceTb HOBOOépaSOBaHHbIX COCynoB A0 neveHus; B— YMeHbLUeHne cetn
HOBOOépa&‘OBaHHbIX cocynoB Ha dJOHe JieHeHus

Fig. 6. Macular vessels of the right eye of a 48-year-old
woman before and after IV ranimizumab injection (OCTA).
A, neovascular network before treatment. B, reduction in the neovascular
network during treatment

[To pe3ynbraTam o6cenoBaHms ycTaHoBeH auarHos: OU —
aHrMoMHble Mojiockl cetyatkd. OD — aHruomaHble MoJOChl,
ocnoxxHeHHble MHB, kncTosHblit MakyssipHblit oTek (I cranus
no Vivaldi). 311 (cunnpom 'penbnan — Crpannbepra).

B Hosi6pe 2021 r. BoinonHeHo VIBB panu6usymaba B cBs-
31 ¢ XanobaMu Ha yBeNM4eHHe WCKaKeHWs! NpeIMeToB Ie-
pen neBbiM rasom u cHukenne MKO3 ¢ 0,4 no 0,2, aktus-
HocTbio MHB no nanueim OKT U OKT-AIL Yepes 1 mec. nocne

Puc. 7. KoxHble nposiBneHusty naumeHTkum J1. MNnockne kcak-
TOMaTO3Hble Y3eNKM JIMMOHHO-XXENTOro LiBeTa Ha 60KOBOW No-
BEPXHOCTY LLEeN 1 NepefHein NOBEPXHOCTU JTIOKTEBOro cruda

Fig. 7. Skin manifestationsof a 43-year-old woman. Flat
xanthomatous lemon-yellow nodules on the lateral neck and
cubital fossa

vHbeKUMK Habmonanuck yayuuenre MKO3 no 0,3, pesop6uust
MHTpapEeTHHAJIbHOM SKUIKOCTH M YMEHbILIEHHE CeTH HOBOOOpa-
3o0BaHHbIX cocynoB. [1o nanHbiM OKT 1 OKT-AI, npoBeneHHbIM
nocne VIBB panimMuaymaba, yMEHbIIMIMCh TOJIMHA CETYaTKH
1 MakyJsipHblit oTek (puc. 11, 12).

B Hacrosiiiee BpeMsi nauMeHTKa HaXOAMTCS MoJ Habmoze-
HUeM, 3ariaHupoBaHo VIBB paHnMuzymat B pesxume 103upo-
BaHust PRN.
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Puc. 8. Pesynbratbl 06cnegoBaHus naumeHTkuy Jl.

LiBeTHOe n3o6paxerue rnasHoro gHa npasoro (A) n nesoro (C) rnasa B pexume MultiColor: aHrvonaHbie nonocskl. MizobpaxeHune rnasHoro gHa npasoro (B)

n nesoro (D) rnasa B pexvive KOPOTKOBOTHOBOW ayTOGhTyOPeCLEeHUMN: o4arv rurnoayTodryopecueHuynn (cnesa) n runepayTogiyopecLeHuymm (C 06enx CTOPOH)

B riepunanuiiisipHos v nanunsioMakysisipHoV 30Hax. LIBeTHoe N306paxeHne n n3o6paxeHne B pexXnme ayToryopecLieHLmm ¢ NoMoLLbo gyHAyc-kamepbl Canon
rnaaHoro gHa npasoro (E) n nesoro (F) rnasa: aHrmongHble rosiockl MpeacTaB/ieHbl «COCYANCTbIMM JOPOXKaMu» B BUAE MOJyKO/bLA, PACXOAALLMMUCS PaaNATbHO
Ha pasnnyHyro NPOTSXKEHHOCTb [0 CPeAHev nepugepmm («cocyauctoe gepeso» Bokpyr [3H)

Fig. 8. Examinations of a 43-year-old woman.

MultiColor® fundus image of the right (A) and left (C) eyes: angioid streaks. Short-wavelength fundus autofluorescence (SW-FAF) images of the right (B) and left (D)
eyes: hypoautofluorescent foci (left eye) and hyperautofluorescent foci (right and left eyes) in the peripapillary region and papillomacular area. Canon® fundus photo
and autofluorescence image of the right (E) and left (F) eyes: angioid streaks are represented by semicircular “vascular paths” extending to the middle periphery

(“vascular tree” around the optic disc)

Puc. 9. MakynspHasa o6nacTtb ceTyaTku NpaBoro rnasa naumeHTtku J1. go nevenus, OKT.
A, B — nipogpunb MaKynsipHOv 30HbI COXpaHeH, rmneppehrieKTUBHbIN o4Yar B HapyXHbIX c/iosix; C — UCTOHYEHNE HeVipo3nuTe s ceTyaTku (cxema)

Fig. 9. Macula of the right eye of a 43-year-old woman before treatment (OCT).
A, B, normal appearance of the foveal contour, hyperreflective focus in the outer retinal layers. C, neuroepithelium thinning (macular thickness map)

OBCYXXIOEHUE

Kak npasuso, 31 nporekaer 6ecCHMNTOMHO, ONHAKO pa3-
Bute MHB npuBomuT K 3HauMTENbHOMY CHUKEHHMIO 3pEHHSI.
VIMeHHO MO3TOMY CBOEBpeMEeHHble IMarHoCTHKa U Jeue-
Hre MHB ouenb BaskHbl. Be3 neuenust npoucxonut Gpubposu-
poBaHue ouara 1 HeoOpaTUmasi OTepst 3PEHHSL.

MHorouucneHHble MCCNefOBaHus TMOCBSILLEHbl  Pa3yny-
HbIM MeTozam Jsiedenust MHB. B kpynHOM KiMHMYecKOM uC-
cnenosanuu [10] obcnenoBanbl 52 marmenta (66 ras), Ko-
TOPbIM NPOBOAWIN JIa3epHyl0 Koarynsuuio BropuuHoit XHB

BCJIeZICTBME aHTMOMIHBIX MmoJsoc. HecMOoTpst Ha TO, 4TO KOHed-
Hasi OCTpPOTa 3peHus MOCJie 3TOr0 BMeLIaTesbCTBa MOBbICU-
nacb, XHB peunnusuposana B 77% ciyuaes. Takum o6pasom,
3TOT METOJ, JiedeHUsl B HACTOsilliee BpeMsl CUMTAIOT yCTapeB-
LLIMM, 0COOEHHO MOTOMY, UTO €ro Hesb3st npuMeHnTb pu XHB.

JlasepHas TexHonorust nexxut B ocHoBe TTT. B omimune
oT nasepHoii koarynsiuun, TTT ucnonbsyer MHQpaKpPACHbIi
7lasep, a LiesieBast Temreparypa Mpu 3TOM BMeLIaTesbCTBe
Huke [11]. lanHbie o neyennr XHB BcienctBue aHrMOMIHBIX
nosnoc ¢ nomoupio TTT ckynubl. C. Aras et al. [12] coobiuu-
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Puc. 10. MakynspHasa o6racTb ceT4aTky NIeBOro rnasa naumveHTku J1. o neveHus.
A, B— nHTpapeTtvHaneHas xugkocTs, otek; OKT. C — BeTBsLasicsi ceTb HoBoobpa3oBaHHbIx cocynos, OKT-Al

Fig. 10. Macula of the left eye of a 43-year-old woman before treatment.
A, B, intraretinal fluid, macular edema (OCT). C, branching neovascular network (OCTA)

Puc. 11. MakynspHasa obnacTb ceT4aTky neeoro rmasa naumeHtku J1. go n nocne BB panumngdymaba, OKT.
A — cocTosiHne Ao Ha4varna ne4eHuis; B — nionoxutensHas AnHamuka: peaopﬁuml MHTpapeTMHaﬂbHOﬁ XKUOKOCTU, ryiockasi OTC/I0MKA MUrMEHTHOro arnUTenns

C rnneppegrieKTMBHBIM COREPXUMbIM

Fig. 11. Macula of the left eye of a 43-year-old woman before and after IV ranimizumab injection (OCT).
A, before treatment. B, improvement (resorption of intraretinal fluid, detached hyperreflective RPE band)

Puc. 12. Cocynpl MakynsipHol o6nacTv ceT4aTku nesoro rna-
3a naumeHTkm J1. o 1 nocne VBB panumnzymata OKT-AT.

A — ceTb cocy[oB [0 Ha4Yana nedeHus; B — ymeHbLueHne cety
HOBOOﬁpa.?OBaHHbIX cocynos

Fig. 12. Macular vessels of the left eye of a 43-year-old
woman before and after IV ranimizumab injection (OCTA).
A, neovascular network before treatment. B, reduction in the neovascular
network during treatment

71 0 2 ciy4asix MpOrpeccHpoBaHisi 3a00IeBaHKsl, HECMOTPSI
Ha neuenue. B. Ozdek et al. [13] npencraBunu uccnenosanue
5 ciyuaes seueHus ¢ npumeHenreM TTT 6e3 noNOKUTENbHOM
JMHAMMKMU.

KpynHoe wuccnenoBanne (40 cnyvaeB) [14] mocBsiueHo
npumMerennto GIT. OTmeuena 3HauuTenbHas MOTeps 3peHus
B TeueHue NepBbIxX 6 Mec. 110CIIe JIeUeHH sl

B. Parolini et al. [15] coo6uumnu o ciyyae yCrewHoro je-
yeHust XHB 13-3a aHrnonaHbIx n0s0¢ ¢ NOMOLLbIO TPAHCIIAH-

TaLX ayTOJIOTUUHOTO IMTMEHTHOTO 3MUTENIUS CETUaTKU U CO-
cyaucroit o6onouku. [locne muorokparubix BB antn-VEGF
C HeyZlOBJIETBOPUTENIbHbIM PE3yNIbTaTOM XMPYpruyeckoe Jie-
YeHue M03BOJIUJIO YIYULLINTb 3pEHHEe 1 BOCCTAHOBUTb CIIOCO0-
HOCTb NALUMEHTa YUTaTh.

B 2021 r. papmakonoruveckas komnanus Inozyme paspa-
6orana npenapar INZ-701, KOTOpbIi HaXOAMTCS B KIMHUYE-
CKOM MCIMBbITAaHWK VISl TTOTEHLUATbHOTO JIeUEHUs! pasjIMYHbIX
3a00J1eBaHMIi, CBSI3aHHBIX B MEPBYI0 Ouepelb C MyTaLUsSIMU
B reHax ENPP1 n ABCC6. INZ-701 npencrasnser co6oii pac-
TBOPUMBIii 0€JI0K, NTpeHa3HaueHHbIi 1S LMPKYJISLMK MO BCe-
My OpraHu3My U pactuernsenus: BHekneToyHoro AT® Ha nupo-
docdar u afeHosuH.

AKTHBHOE mNpUMeHeHHe MHrMOUTOPOB HEOAHIHOreHe-
3a npu MHB pasnuunoit sTHONOrMK (BO3pacTHAsl MaKyso-
auctpoust, muonudeckast XHB) oTkpbiBaet mmpokue nep-
crnekTuBbl 11 neveHust MHB anrnonanbix nonoc npu 3l
OnHO 1“3 OCHOBHBIX MpPEUMYLLECTB JiedyeHUs Mpenaparamu
antu-VEGF, 0co6eHHO M0 CpaBHEHMIO C JIa3epHbIMU MpoLie-
AypamH, — BO3MOKHOCTb MX PHMeHeHust mpu cyOdoBearb-
Hoit XHB. B 2017 r.npoBeneHo peTpocnekTHBHOE MHOTOLIeH-
TpoBoOe KccienoBanue [9] apdekTnBHOCTH 1 GE30macHOCTH
VIBB adpnubepuenta B peskume PRN y naunenTos ¢ pedppak-
TEpHOH win peuunusupyoweit MHB, BTopu4HO#i 10 0THO-
IIEHMIO K aHTMOMIHBIM M0JI0CaM, KOTOpble paHee MoJyya-
nm paunbusymab. Apnubepuent no cxeme PRN obecrneunn
CTabMIM3aLMIO 3PEHNs U yiyullleHue apXUTEKTOHWUKU CEeT-
YaTKHU.
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BoiBozbl

1. CoBpemeHHble MeTO/ibl JMarHOCTUKU C MUCHOJIb30BaHU-
em ayroduyopecuenunn, OKT u OKT-AI' nossonsior
CBOEBPEMEHHO YCTAaHOBUTb JUArHO3 W ONpenesuTb CTe-
MeHb NOPaXXeHMs.

2. CBoeBpeMeHHasi IMarHOCTMKa 3J1aCTMYECKOI TCeBJo-
KCaHTOMbI M paHHee Hauano jneyeHnst XHB anrnonanbix
T10J10C 1103BOJISIET COXPAHUTb BbICOKYIO OCTPOTY 3peHHs!
M 130exaTb OCJIOKHEHWIT B BHUIE PeLAMBUPYIOLIMX
KPOBOM3JIMSHMIA C MOCenyowmmM  ¢$prudpoBackyssip-
HbIM pyOLieBaH1EM, NPUBOJISILMM K TSDKENbIM MOCIIes-
CTBUSIM.

3. g nOCTUKEHMS! HaujydllMX pe3ysbTaTOB JieueHHe
npenaparamu autu-VEGF cnenyer HaunHaTh npu nep-
BOM TMOJI03pEHNH Ha HalUuKe CyOpeTUHANIbHOI SKUIKO-
CTU WJIK HEOBACKYJISIPU3aLMIO.
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