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AHHOTALIMA

3nacTnyeckas nceBpokcaHtoMa (Pseudoxanthoma elasticum) win cuHppom [peHbnapa — CtpaHabepra — HacnefcTBeH-
Hoe 3abonieBaHWe, CBA3aHHOE C ayTOCOMHO-peLeccUBHOM MyTaumen B reHe ABCC6, Bbi3blBaloLLei HapyLleHWe npolecca
anactoreHesa. 3aboneBaHne XapaKTepU3YeTCs MOpaXKEHWEM 3/1aCTUYECKUX BOMOKOH KOXW, KPOBEHOCHBIX COCYAOB M rnas.
N3MeHeHMs Ha KOXe Mpu 31acTUYECKOW NCEBAOKCAHTOME MPEeACTaBNeHbl MENIKUMU XENTBIMU NanyiaMu, UMELLUMU TeH-
AEHLMIO K CIMAHUIO, Yallle BCEro OHMW JIOKaNM3YKTCA Ha KoXe 3aTbiKa, B MOAMBILLEYHBIX BrajuHax, no bokam weu 1 B Me-
CTax KOXHbIX u3rnboB. MopaxeHue rnas nposBAseTcs B BUAE aHMMOMAHBIX MOSIOC CETYATKM Ha rNasHOM [He, NpefCcTaBnsio-
Wwmx coboin paspbiBbl MeMbpaHbl bpyxa, KOTopble HepeKO OCNOXKHSKTCA pa3BUTUEM XOPUOWAAbHOW HEOBACKYNAPU3ALIMHU.
CBoeBpeMeHHas AMarHOCTMKa M paHHee Hayano NeYeHus MaLMeHTOB C aKTMBHOW XOPWMOMAANBHOM HeoBacKynspu3auuen
Ha QOHe aHMMOMAHbIX NO0C AAET BO3MOKHOCTb CTAabMAM3aLMW NpoLIecca U COXPAHEHUS 3PUTESTbHBIX (YHKLMIA.

KnioueBble cnoBa: CMHOPOM I'peH6nap,a— CTpaHn6epra; 3NnacThyeCKaa nceBAOKCAHTOMA; aHrMouHble NoJioChbl; XOpuo-
naanbHasa HeoBaCKynAapHaa MEMﬁpaHa.
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ABSTRACT

Pseudoxanthoma elasticum (Gronblad—Strandberg syndrome) is an inherited disease of an autosomal recessive type associ-
ated with a mutation in the ABCC6 gene, which causes a violation of the elastogenesis process. The disease is characterized
by defects in the tissues of the skin, eyes and blood vessels. Skin lesions of Pseudoxanthoma elasticum represent small xan-
thomatous papules with tendency to be confluent; most frequently, they are located on the occipital skin, in axillary creases,
on the lateral surfaces of the neck, and in skin deflection areas. The ocular involvement manifests as retinal angioid streaks
on the fundus, representing the breaks in Bruch’s membrane, which often complicate by development of choroidal neovascu-
larization. Timely diagnosis and early treatment of patients with active choroidal neovascularization caused by angioid streaks
makes possible to stabilize the process and preserve visual functions.
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BBENEHUE

TepMWH «anacTuyeckas NceBAOKCAHTOMa» BBEN BriepBble
B 1896 r. dpaHuy3ckuin nepMmatonor J. Darier, onucbiBas us-
MEHEeHUA KoM NofobHbIe KcaHToMe. B 1929 r. J. Strandberg
n E. Gronblad npeanonoxunm Hanuume CBA3N MeXAY W3-
MEHEHWUAMU KOXM MO TUMY 3N1aCTMYECKOW NCEBLOKCAHTO-
Mbl (3MK) 1 BO3HMKHOBEHMEM aHMMOMAHBLIX MONOC HA Fnas-
HOM JHe, NO3TOMY AaHHoe 3aboneBaHWe HepeaKo Ha3blBaloT
cuHapom lpeHbnapa — Crpanpbepra [1, 2].

3TUONOMNA U NATOMEHE3

CuHppoM [peHbnapa — Ctpanpbepra — HacnepacTBeH-
Hoe 3aboneBaHue, cBA3aHHOe ¢ MyTaumen B reHe ABCCS,
0bycnoBNMBalOLLEN HapyLUeHWe npouecca 31acToreHesa.
3aboneBaHne nNpeuMyLLECTBEHHO HOCUT ayTOCOMHO-pe-
LeccMBHBIA TUN HacnepoBaHus. CBA3b Mexay MyTauus-
Mu ABCC6 v knmHmyeckumn nposisneHuamu MK Bcé ewe
HeJoCTaTOYHO M3yyeHa. Ha cerofHAWHWA AeHb Haipe-
Ho Gonee 200 pasnuyHbIX MyTauWi B reHe Y MaLMeHTOB
c 3MK.

Mo pasnn4HbIM AaHHBIM, pacnpoCTpaHEHHOCTb 3aboneBa-
Hus coctaenset 1 Ha 25000-100000 HaceneHus u BCTpeya-
€TcA C HebonblwKMM NpeobnasaHneM y xeHwwwmH [3]. Manude-
cTaums 3ab0s1eBaHMSA NPOUCXOLUT Ha 2—4-1 [LeKafle KU3HH,
XOTA KOXKHbIe NPOABNIEHNS MOTYT BCTpeyaTbes B boniee paH-
HeM Bo3pacrTe.

3aboneBaHue xapaKTepusyeTcs ocaxpaeHueM docdar-
HbIX KOMMJIEKCOB KalbLys B COEAMHUTENBHOW TKaHU U fle-
30praHu3aumeit CTPYKTYpbl 3M1acTUYECKUX BOMOKOH. bonb-
LUMHCTBO OMYOMKOBaHHLIX AaHHBLIX CBUAETENbCTBYET, UTO
BeAywwyto ponb B natoreHese 3K urpaet cHuxeHue ypos-
Ha nupogocdata B nnasme (PPi) u M3MeHeHMe COOTHOLUE-
Hua ¢docdata M HeopraHuyeckoro nupodocdara (PPi/Pi)
[4—8]. BbicBOBOXAEHME MEYEHOUHOTO U, B MEHBLLEW CTENEeHM
noyeyHoro 6eNoK-onocpefoBaHHOT0 aAeHO3MHTpUdOC-
data ABNAETCA OCHOBHbIM WUCTOYHWUKOM LMPKYNUPYHOLLETD
PPi.

WccnenoBaHue MeTabonmueckoro npoduns, NoKasbiBato-
Lee 6MOXMMUYECKME U3MEHEHUSA B AepManbHbIX (nbpobna-
cTax yenoBeKa y naumenToB ¢ MK, BbISBUO CYLLECTBEHHbIE
pa3nyMs B IMMMAHOM COCTaBe, JIEMLMHOBLIX AMMENTUAAX,
nonMnenTMaax U U3MeHeHnsi B MeTabonMaMe naHToTeHaTa
W TyaHWHa, 4TO MOXET ObITb CBA3aHO C YBENMYEHWUEM PEMO-
LEeNMPOBaHNs BHEKIIETOYHOTO MATPUKCA, OKUCIUTENBHOrO
CTpecca, YCUIEHUEM OKMUCTIEHNS KUPHBIX KUCTOT W HaKone-
HWEM MPOMEXYTOYHBIX MeTaboIUTOB B KNETKax Y NaLMeHToB
¢ 3NK [91.

PasnnyHbIN reHeTUYeckuii GOH Kaaoro naumeHTa 06-
YCNOB/IMBAET pasHble YPOBHM 3Kcrpeccum benka ABCC6. He-
KoTopble MyTauuu B reHe ABCC6 MoryT npuBecTv K MOSHOW
notepe 3akcnpeccum ABCC6, Torpa Kak apyrue npuBogAT
K HaKOMMIeHU0 BHYTPUKIETOYHOro befika u3-3a HenpaBuib-
HOM NPOCTPaHCTBEHHOM NOKaNN3aLuU.
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KnuHuueckue nposeneHus

MposBnexns Kanbumbukaumm Hambonee NBHO Bbl-
pa)eHbl B TKaHAX KOXMW, I1a3 U KPOBEHOCHBIX COCY[OB.
OTnoXeHUs B MATKUX TKaHAX NpefcTaBieHbl CONAMU TU-
ppodocdarta Kanbums, rMapoKcManaTuTa KaibLms, consamMmu
Kenesa.

XapaKTepHble TUCTONOTUYECKUE M3MEHEHMS, BbISBNSE-
Mbl€ MPW CBETOBOW MUKPOCKONMM B BuonTaTe KOXu: NoTeps
HOpManbHOK Mophonorum W JesopraHu3aums anacTuye-
CKMX BOJIOKOH AepMbl, a TaKe dparMeHTaums, yToLieHue
u ux Kanbumdumkaumsa [10]. Tuctonornyeckue WU3MeHeHMs
peructpupytotca He y Bcex 6onbHbix 3K, yTonwieHue
3MaCTUYECKMX BOJMIOKOH M KanbUMUKaALMA NpUCyTCTBY-
10T TONBKO B KIMHWUYECKU MOPAKEHHOW KOXe Y roMo3urot
¢ myTaumeir ABCCé wnn cnoxHbix reteposurot [11]. Tucto-
XMMUYECKasn OLeHKa NoBpexaeHuii MeMbpaHbl bpyxa B rna-
3ax TaKkKe 0bycnoBneHa 0TNOXKEHWEM B 311aCTUYECKMX COSX
Kanbuums [12].

CxopHbIM 06pasoM, 3nacTMYeckue BOJIOKHA MUHepani-
3YHOTCA M paspyLLalTCA B CTEHKAX KPOBEHOCHBIX COCYLOB,
MWOKapaa 1 nepukappa. Haumbonee cunbHo nmopaxarotcs
apTepuanbHble COCYAbl, TaKKe OTMevanach (hparMeHTaLms
3M1aCTUYECKMX BOIOKOH B nosion BeHe [13].

06LLenpuU3HaHHBIX 1 NPUMEHSIEMbIX MEXYHAPOLHbIX pe-
KOMeH[aLMM MO KIIMHUYECKON U FEHETUYECKOW AMarHOCTUKE
JMK Ha AaHHbIA MOMEHT He cyLecTByeT. [lo OTKpbITUA poau
reHa ABCC6 naumeHTaM MarHo3 CTaBuaM no TPEM BobLIMM
¥ ABYM ManbIM KJIMHWYECKUM KpuTepusam [14]. OgHako paH-
Has KnaccuduKaums He BCeraa CoBMajaeT ¢ reHeTUYeCKUMH
AaHHbIMK 0 MyTaumn ABCCé [15].

Mpu OTCYTCTBUM FEHETUYECKOrO aHanu3a Ha MyTauuio
B reHe ABCCé cnepyet nuddepeHumpoBatb 3aboneBaHue
OT CEprOBUAHOKIIETOYHOM aHeMmK, beTa-Tanaccemum u MK-
nofo6HbIX PeHoTHNOB, 3aboneBaHWii ¢ AeduLMTOM GaKTOpoB
CBEPTbIBaHWS KPOBH.

B 2010r. 6bina npennoxeHa HoBas KyaccuduKa-
UMA C MCNOMb30BaHWEM DOMbLIKMX WM ManblX FPynn Kpu-
TepueB 3aboneBaHus W rpajauuen BEPOSATHOCTM Aua-
rHo3a MK B 3aBMCMMOCTM OT KOMOMHALMM KpUTEPUEB
(rabn. 1) [11].

Mo COBOKYMHOCTM KpUTEpPMEB MOXHO CYAWTb O BEPOSAT-
Hoctn 3MK y Toro unm MHoro nauueHTa:

 [0CTOBEPHbIW AWarHo3: HanuuuMe ABYX wnau Bonee
BOMbLUMX KpUTEPUEB U3 pasHbIX KaTeropuii (KOXHbIe,
odTanbMonoruyecKkme, reHeTMYecKue NposBEHNS);

* BEPOATHbIA AWarHo3: Hanuume ABYX bonblnx odTanb-
MOJIOTMYECKMX UMM KOXHBIX KpUTEpUMEB, b0 0fHOro
DonbLUIOro KpuTEpUs U OAHOM0 1 Bonee ManbIx KpuTe-
pYEB, HE OTHOCALLMXCA K TOW e KaTeropuu;

* BO3MOXHbIA AMarHo3: OAMH BONbLIOW KpUTEpUA UK
ofuH 1 bonee Manble KpUTEpUN.

Ecnm Bo3pacT naumenTa <30 net, auarHo3 MK cnepyet
cuMTaTh NpefBapuTeNbHbIM, B TaKUX CIy4asx LepMaTonioru-
yeckue 1 odTanbMonoruyeckoe obcnefoBaHue HeobxoauMo
noBTopUTL Yepe3 5 net [11].
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Ta6nuua 1. Mpynnbl KpUTepmes, ANA NOCTAHOBKM AMArH03a 371acTMYECKO NCeBAOKCaHTOMbI
Table 1. Groups of criteria for the diagnosis of pseudoxanthoma elasticum

lposiBneHne

Onucanune npoABNieHnA

Bonblune puarHocTUyeckue rpynnbl KpuTepues

KoxHble nposienexus

Yéntble nanynoobpasHble 6MALLKKM Ha KOXe naTepasbHOM NOBEPXHOCTM LUeH, CrubaTeNibHbIX
MOBEPXHOCTAX, NOAMbILLEYHBIX BraJuHaX.

Mopdosnoruyecku HanuumMe HapacTaloLLeit anbTepaLui 3acTUHOBbIX BOJIOKOH,
Ux parMeHTaLms, KanbLUmbuKaLma no AaHHbIM BUOMCUM KOXM C NOPaXKEHHOM 30HbI

OCbTaJ'IbMOJ'IOFVI'-IECKMe nposB/ieHna

MopaeHue ceTyaTkv Mo TUMy anesbcuHoBoM Kopku (Peau d’orange).

Hanunuve ogHoii unu 6onee aHTMOMAHBIX MOAOC CETHATKM, MPOTSKEHHOCTb KOTOPLIX COMOCTaBUMA
KaK MMHWUMYM C pa3MepoM AK1CKa 3puTenbHoro Hepsa. Mpu 3atpyaHeHun anddepeHumpoBKi
ANS NOATBEPKAEHNS HANMUMA aHTMOMAHBIX NOMIOC UCMONb3yeTcs GNyopecLieHTHas aHruorpagus
WM aHruorpacms ¢ MHAOLMAaHWUHOM 3€MIEHBIM, @ TaKKe KOPOTKOBOJHOBasA ayTodyopecLieHums

['eHeTMyeCKME Kputepuun

Hanuune Mytauum B agyx annensx reHa ABCCé.

Bnmskue poacTBeHHUKM (poauTenn, pebEHoK, 6part, cectpa), UMeloLLMe NPOABIeHUA

3N1aCTUYECKON MCeBLOKCAHTOMBI

Manbie guarHoctuyeckme rpynnbl Kputepues

Oq)TaJ'IbMOJ'IOFVI'-IECKVIe nposAB/ieHnA

0pHa aHrMoaHas nosioca ceT4aTku I'IpOTFI)KéHHOCTbIO MeHee 0[HOro AnameTpa AUCKa

3puUTeNbHOro HepBa.

0aHa UK HECKOMBKO «XBOCTOB KOMET» Ha CETYaTKe.
0ZHO MM HECKOMbKO HpOﬂBﬂEHMﬁ MO0 TUNY «KPblJIbeB» Ha N1a3HOM [He

eHeTMyeCKME Kputepuun

MyTaums no ogHoMy annento B reHe ABCC6

KoxHble nposiBneHnUs 3nacTUYECKON NCeBLOKCaHTOMbI

0BbIYHO KOXKHble MOpaXKeHus CTaHOBATCS NepBbIM deHo-
Tunudeckum nposienenveM 3MK. Mopaxenus koxu npu MK
MpeACTaB/eHbl MENKUMM KeNTbIMU ManynaMu, UMeoLLUMK
TEHAEHUMIO K CIMAHWI0, NOKANM3YKTCS Ha KOXe 3aTbii-
Ka, B NOAMBILLEYHbIX BMafiMHax, No bokaM Lweun u B MecTax
KOXHbIX 13rnboB (puc. 1). KoxKa UMeeT MOPLUMHUCTLIA BUA,
YN/I0THeHa, apsbnas, nerko cobupaetcs B cknafky. lepso-
HayasnbHO KOXHble U3MEHEHWs COCTOAT M3 HebonbLUMX Jio-
Kann30BaHHbIX Manyn XenToBaToro MM TefecHoro Lgeta.
B nogpocTkoBoM Bo3pacTe nmanysibl MOCTENEHHO CIMBAKOTCA
B Donee KpynHble, pbixJible U M3OBLITOYHbIE KOXKHbIE BAALIKY,
B OCHOBHOM JIOKa/IU3YIOLLMECS BOKpYT e 1 B obnactu us-
rMboB OCHOBHBIX CYCTABOB, @ TAKKE Ha CIM3NCTLIX 060/104KaX
MOSIOCTU PTa, BarajmiLa u NpsMoi Kuwkm [16].

Puc. 1. KoxHble nposiBneHns cuHapoMa 3nacTMyeckon nceBhoK-
CaHTOMbI B BUJE CNMBAIOLLMXCSA KCAaHTOMATO3HbIX Mamyn Ha Boko-
BOJi MOBEPXHOCTM LUEM

Fig. 1. The skin lesions of Pseudoxanthoma elasticum syndrome are
confluent xanthomatous papules on the lateral surface of the neck

DOl https://doiorg/10.17816/0V364518

X0TA KOXHble U3MEHEHUS B OCHOBHOM OECCHMMTOMHBI,
OMMCcaHo HecKonbKo cydaeB Yy naumeHToB ¢ MK ¢ xpoHuye-
CKUM WNM PeLMIMBMPYIOLLMM M3bA3BNIEHUEM Koxkm [17, 18].
3MeHeHNs KoXu MOTyT MHAMBUAYaNbHO BOCTIPUHUMATBCA Kak
06e306paxuBatoLLMe, 0COOEHHO Y NALMEHTOB XEHCKOro Nona,
B CBA3M C YeM BO3HMKAIOT CYObEKTUBHbIE Xao0bl MaLMEHTOB.

OdranbMonoruyeckue nposiBIEHUS 3N1aCTUYECKOM
NnceBOKCAHTOMbI

Odranbmonornyeckn 3aboneBaHue MOMET AJIUTENbHO
npoTeKaTb 6eCCMMTOMHO, U NALMEHTI He MPeAbABASIOT HU-
KaKux CybbeKTUBHBIX 3anob Ha 3peHue. 3MeHeHns Ha rnas-
HOM [He yacTo 6ObIBalT 0(TaNbMOCKONMYECKOW HAXOAKOM
W MPOSBIIAIOTCA B BULE aHTMOMIHBIX NONOC, NATHUCTOrO rnas-
HOr0 [1Ha, U3MEHEHWUs! Ha YPOBHE MUIMEHTHOIO 3MUTENUS CET-
YaTKM N0 TUMNY «KPbIIbEB» U BO3HUKHOBEHWS 04aroB Mo Tuny
«XBOCTa KOMETbI»:

*  aHrMOMAHbIE NONOCHI CETYATKU — YYaCTKM NOBPEXe-
HWA MeMbpaHbl bpyxa, KoTopble NpeAcTaBnAT cobon
HepOBHbIE, MPEPLIBUCTbIE JIMHUM, UAYLIME Yalle pa-
[ManbHo 0T AUCKA 3pUTENIBHOO HepBa U pacnpocTpa-
Hsowwuecs K nepudepun. Monockl UMEKT CXOACTBO
C XOpUOMAANbHBIM COCYAMCTBIM PUCYHKOM, @ UX LiBET
MOXET BapbMpoBaTb OT CEPOr0 M TEMHO-KPACHOro
[0 6nenHo-ENToro, Moryt 6biTb MUrMEHTUPOBAHDI,
LJMTENbHO CYLLECTBYIOLLME aHTMOMAHbIE Monockl be-
NetoT BCIeACTBUE NOTEpU XOpUoKanunnsapos (puc. 2, a).
AHrvompgHble monockl — He MaTOrHOMOHMYHOE Mpo-
IBNIEHME 3M1aCTUYECKOM NCEBLOKCAHOMBI, TaK KaK Mo-
rYT MPUCYTCTBOBaTb U NpU Takux 3abonieBaHusX, Kak
CEproBUAHO-KIETOYHasn 60ne3Hb, TanacceMms U pexe
cuHapoM Inepca — [aHnoca [19-22];
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Puc. 2. Qotorpadus rnasHoro fHa NpaBoro M NeBoro rnasa. B 3agHeM nosoce npaBoro rnasa TEMHO-KpacHble COCYA0MNO000HbIE IMHUN
(aHrvoMaHbIe NOOCHI) C KENTBIMU 30HaMK aTpObUK, PaAMasbHO PACXOAALLMECS OT AMCKa 3pUTESIbHOIO HepBa K nepudepun: a — TBEpable
3KCCYAaThl B MaKyNspHO 30He, CybpeTUHanbHoe KpoBOM3NMsSHUE U G1BPO3; b —TEMHO-KpacHble aHr1MoUAHbIE MOOCk! B 3aJHEM MoJHce
NeBoro rnasa. B MakynspHoii 30He aHrMouaHbIe MONOCkI NPOXOAAT NapaoBeonspHO

Fig. 2. The fundus photo of the right and left eyes. In the posterior pole of the right eye, there are dark red vascular-like lines (angioid streaks)
with yellow areas of atrophy radially diverging from the optic disc to the periphery: a — hard exudates in the macular area, subretinal hemor-
rhage and fibrosis; b — dark red angioid streaks in the posterior pole of the left eye. In the macular area, angioid streaks are located in the

parafoveal zone

* MATHWCTOE rNasHoe JHO (rasHoe AHO Mo TUMY anesb-
CMHOBOM KOpkM, Peau d'orange) — noBpexzaeHue
MUrMEHTHOTO 3NUTENNS, NPeACTaBNEHHOE B BUAE MeNl-
KUX TOYEYHBIX U3MEHEHWI EeNTOBATOro LBETa, YacTo
NpeALLecTBYOLMX aHTMOMAHBIM MONI0CaM B BUCOY-
HOW YacTV MaKynsipHoii obnactu (puc. 2, b). CumntoM
«anenbCMHOBOM KOpKu» Habnopancs B 96 % cnydyaes
Yy NaUMEHTOB C KOXHbIMK NpuaHakamm MK [23];
¢ «XBOCTbl KOMETbI» NpeACTaBAAlT Coboi MesKue,
OKpyrible, benble y4acTKW XOpUOPETMHANBHOM aTpo-
Gum, npucyTcTBylOWME B OONBLUMHCTBE [Na3 mpw
KJIMHWYECKOM 0cMOTpe. XOpUOpeTUHaNbHble aTpodu-
UECKMe 0yaru yalle NOKanu3ylTcA Ha CpefiHen ne-
pudEepUM CETYATKU, UMEKIT XBOCT B BUAE MOCTENMEHHO
yracatLLen 3oHbl aTpodum, KOTOpbIA 0BbIYHO YXOAMT
0T 04aroBoi aTpodum B CTOPOHY 3aJHEr0 Mosioca;
* WU3MEHEHUS NMUrMEHTHOrO 3NUTENMs CETYaTKM No TNy
«KpbIbEBY» MPeLCTaBfieHbl Pa3MbITbIMU NATHAMU TH-
nepnurMeHTaumMn No Xody aHrMoMAHOM Monockl, pac-
MOJIOKEHHBIMW CUMMETPUYHO C 06eMX CTOPOH.
3puTenbHble GYHKUMW 3aBUCAT OT NIOKANM3aLMM aHruo-
MIHbIX NOSIOC W NOSBEHNSA XOPUOMLANBHONM HEOBACKYNApK-
3aumm (XHB). Mpu Bo3HMKHOBeHUM XHB HoBOOOpasoBaHHbIE
coCyfibl NpopacTaloT B MecTax fedekta MembpaHbl bpyxa,
W KJIMHUYECKM NPOSIBSETCA Kanobamu Ha CHUKeHWe oCTpo-
Tbl 3peHUSA, NOSBIEHUEM METaMOP(ONCHUNA 1 CKOTOM.

be3 neuyeHns XHB npuBOAMT K NOSABAEHMIO 3KCCYAaLMM
W remopparuii, passuBaeTca ¢umbpo3 cetyaTku U atpodus
MUFMEHTHOrO 3MUTENUS, YTO NPUBOAMT K MPOrpeccupytoLLeMy
CHVKEHWUIO 3pUTENIbHBIX BYHKUMA, WHBaNMAM3auuu, BnoTh
[0 MOJIHOW MOTepU LiEHTPanbHOro 3peHus Yy il Tpyaocmno-
cobHoro Bo3pacta Ha No3AHMX cTagusx 3abonesaHus.

CucteMHble NposiBNIEHUS

MaumeHTbl ¢ MK MMeIoT NOBBILIEHHBIA PUCK COCYANCTBIX
3abonesaHuit. MNopaxaeTcs UHTUMA KPOBEHOCHBIX COCYA0B
NPEeMMYLLIECTBEHHO MEJIKUX U CpefHux apTepun [9, 24, 25].
MepBMYHBIM KIIMHUYECKUM MPOSBIEHWEM MUHEpanuU3auum
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apTepuanbHOi CTEHKY SBMSETCA NepeMeKaloLLasncs XpoMoTa
KaK HUXHWUX, TaK U BEpXHUX KOHeuHocTew [26, 27]. Bosne-
YeHWe CepAeyqHO-COCYAMCTON CUCTEMbl — pPacnpOCTPaHEH-
Hoe siBneHue, Uy naumeHToB ¢ MK obbiuHO HabnopatoTca
aTepoCKJIepo3, TMNEPTOHNA U CTeHOKapama [24] B MonoLom
BO3pacTe.

CocyaucTble NpU3HaKW (3a MCKIKOYEHNEM NepeMelxalo-
Lieiica XpOMOTbI) 00bIYHO MPOSIBASIOTCS CMYCTA FOfbI NOCHe
MaHudecTaLmm KoxHbIX NposiBieHuin. BosMoxHbIMM nocnes-
CTBMAIMM KanbLMUKaLMM apTepuit: 3abonesaHne nepudepm-
YECKWX apTepui, uweMmnyeckas bonesHb cepaua U MHbapKT
MWOKapLa, a TaKXKe ULLIEMUYECKMIA MHCYNbT. XOTS aTepocKiie-
poTuyeckue nopaxenus npu 3K noteHumanbHo MoryT nopa-
KaTb DOMBLUMHCTBO COCYAMCTLIX DAcCEMHOB, apTEPUM HUKHUX
KOoHeyHocTei 06bl4HO Hamborniee 4acTo MOLBEPrHYTHI MaTo-
NOTUYECKUM n3MeHeHusaM [9, 24, 28]. Bbicokve aTepockie-
poTUYeCKas HarpysKka 1 pacnpoCcTPaHEHHOCTb apTepUanbHoM
OKKJII03UW NMPUBOASAT K MEPEMEIKAIOLLENCSH XPOMOTE, CHUME-
HWIO COLMabHOM aKTUBHOCTM M 0BLLEMY CHUXKEHMIO KayecTBa
M3HM Y 3TUX naumenTos [29, 30].

OnucaHbl cyyau BO3HUKHOBEHWS! aHEBPU3M, WHCYNbTA,
TPaH3MTOPHbIX WULLIEMUYECKUX aTaK, CTEHO3a apTepui cpea-
Hero Kanubpa, Takux KaK fyyeBast 1 COHHble apTepum, CTEHO3
aoptbl y naumenToB ¢ MK [31-33]. Okono 15 % naumeHToB
¢ 3MNK cTpagaloT 0T KPOBOTEUEHUI M3 KENYL0HHO-KMLLEYHO-
ro TpaKTa WM MOYEBLIBOAALLMX NyTei [34].

Jleyenune

JMNK — HacneacTBeHHoe 3aboneBaHue, U 40 CUX MOp
He CYLLeCTBYET efMHON CxeMbl neyeHus. Mcnosnb3yemble
MoaxoAbl B TepanunM B OCHOBHOM OPUEHTUPOBaHbl Ha CUM-
nToMaTtudeckoe neuyenue. MK octaétcs KaHAMAATOM Ans
MPUMEHEHUs TeHHON Tepaniu.

JleyeHue KoXHbIX U3MEHEHUI

[laHHble 0 fieYeHUn nopaxKeHnin Koxu y nauuenTos ¢ MK
HEMHOroumMcneHHbl. EcTb coobLeHns 0 TpEX pasfUYHbIX
noaxofax: KOCMeTUYECKas XMpYprisi, MHBbEKUMS KosnareHa
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M WAndoBKa KOXKM C UCMONb30BaHUEM (PaAKLMOHHOIO
CO,-nasepa [35, 36]. MMocKonbKy NPOCMEKTMBHBIX UCCne-
AO0BaHWi C nocneaylwWwmuM HabmogeHneM ans Kakux-nmbo
BApMaHTOB JiedeHns nopaxeHwid Koxu npu MK Hukor-
[a He NpOBOLMNIOCH, 3TM METOAbI CNefyeT paccMaTpuBaTh
C OCTOPOXHOCTBH M MCMOJIb30BaTh TOMBKO NOCe TiLaTesb-
HOM OLLEHKM OMEPALMOHHBIX PUCKOB U COOTHOLLEHMS MOMb3bl
¥ BpeAa 4a1s naumeHTa.

JleyeHune oTanbMONOrMYECKMX U3MEHEHUN

JleyeHne NpoBOANTCA NINLLL B C/Ty4ae NOSBJIEHUS XOPUO-
MIanbHOW HeoBacKyNApu3auun. MOCKONbKY Ha CeroHALLHUIA
LEeHb HEeT CPefiCTB 1A NpodunakTuky passutius XHB, Tonbko
COBpEMEeHHas AMarHOCTUKa M paHHee Hayano JieYeHus Mo-
TYT MPUBECTU K COXPAHEHUH BLICOKUX 3PUTESNTbHBIX (YHKLMNA.
lMauneHTaM peKOMeH0BaHO M3beraTb MeXaHW4ecKoro BO3-
LeliCTBUA Ha rNasa 1 perynspHo Habnwopatecs y odranbMo-
nora.

B nuTepatype BCTpeyaeTcs HECKOMBbKO PasfinyHbIX CMOCo-
608 neyenus XHB npu MK. 3t noaxoabl BKIOYAIOT: lasep-
HYl0 (OTOKOArynAUMIo, TPAHCMYMUANAPHYK TEpMOTEPanuIo,
(oToAMHAMUYECKYIO Tepanuio, XMpYpruyecKoe BMeLLaTeslb-
CTBO W NPUMEHEHWE NPENapaToB, MHIMOMPYHOLLMX 3HAOTENN-
anbHbli hakTop pocta cocynos (aHTM-VEGF) [37].

B HacTosiee BpeMs nasepHas GOTOKOArynsaLma 1 TpaHc-
NynUANsSpHas TepMoTepanus CYMTAOTCA YCTapeBLMMU Me-
TOAAMW NIeYeHUs, OHW HEMpPUMEHUMBI MPWU Hamuuumn cyb-
doseanbHoit XHB. MMocne neyenuss naHHbIMM MeToLaMu
Habnopanucb HebnaronpusTHbe pesynbTaThl (CTOMKOE CHU-
JKEHWe LeHTpanbHoro 3peHus, peumams XHB) [38, 39].

AHanu3 npumeHeHns (OTOAMHAMUYECKOW Tepanuu
TaK e MoKasan NuLb BpeMeHHYH 3G eKTUBHOCTb U BbICO-
Kyt YacToTy peuuanBoB 3abonesanus [40].

TpaHCcnoKaLmMs MaKynspHOW 30Hbl — OMepaums, npu Ko-
TOPOJ NepeMELLAIT LIeHTPasbHYI0 CEHCOPHYI0 YacTb ceTyaT-
KM, BKJIKOYAs LEHTPasbHYI0 AIMKY, U3 00/1acTU NOpaXEHHOro
PETUHANBHOr0 MUTMEHTHOTO 3NUTENMs UK MeMbpaHbl bpyxa
B MeHee MopaxKeHHyt obnactb [41-43]. Maumentsl ¢ MK,
KOTOpbIM Dbla NpoBefeHa TaKas Onepaums, He MHOrouuC-
neHHbl. G.Y. Fujii ¢ Konneramu BbINOAHWAW TPaHCNOKaLMIO
MaKyfbl YeTblpéM nauvenTtam ¢ MK, U3 Hux y aByx naum-
€HTOB He 6bino peunavsa XHB Bo Bpems mocnepytoLiero
HabmogeHus. Y ofHoro maumeHta 6biM HEOQHOKPATHbIE
peuuausel passutus XHB, a y gpyroro mpousowwno uHTpa-
onepaLmMoHHoe CyOMaKynspHoe KpOBOM3/IUSIHUE W OTC/IOMKA
CeT4aTKu B nocneonepaunoHHoM nepuoge [43]. OrpaHnyenmne
LaHHO METOAMKM CBA3aHO C TEXHUYECKOW TPYA0EMKOCTHIO,
BO3MOXHBIMU UHTPa- M NOC/E0NEPALMOHHBIMU OCOXHEHU-
AIMU, KPaTKOBPEMEHHOCTbH0 CTabunmusaumum ocTpoThbl 3pEHUS.

Ha ceropHswHwii feHb MeToAoM Bbibopa neuyeHuss XHB
y naumentoB ¢ 3K cuntaeTcs MHTpaBuTpeansHoe BBEAEHNE
aHT-VEGF-npenapatos [44—48].

WNHTpaBuTpeanbHoe BBeEHNUE MHTMOUTOPOB aHrMoreHesa
Mno3BONAT Neuntb nauneHtoB ¢ XHB nioboii nokanusauuw,
B TOM uncne cybdoBeoNAPHONA, UTO ABNSETCS NPEUMYLLECTBOM
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Mo CpaBHEHMIO C Na3epHbIM NedyeHneM. JleueHne uHrMburo-
paMu aHr1oreHesa ciefyeT HauMHaTb NpY Hanuuumn cybpeTu-
HaNbHOM KUAKOCTU M HeOBACKYNAPU3aLMM ANA AOCTUKEHUA
HaWUNYYLINX BO3MOXKHbIX Pe3yNbTaTos.

[lns paHHeli AMarHOCTUKM 1 CBOEBPEMEHHOTO Havana fe-
YeHus NaLmeHToB HeobXxoAMMO 0by4MTb CAMOKOHTPOSIIO, Ha-
npuUMep, NMPOBEPKe LIeHTPaNIbHOro 3peHus no ceTke AMcnepa.

Tepanusa cocyaucTbIX 0CNIOXKHEHUM

B HacTosLLee BpeMs JieueHMe NaUMEHTOB C KanbLnuKa-
uven aptepuin npu MK npoBoAUTCS B COOTBETCTBUM C TEKY-
UMMM peKOMeHAaLMAMK Mo 3ab051eBaHNI0 NepudepuHecKkmx
apTepui, UweMuyeckoi bonesHn cepaua U ULEMUYECKUM
MHcynbTaM. [launeHTaM, KOTopbiM Dbl MOCTaBneH AMarHo3
JMK HeobxoomMo pekoMeHAoBaTh 06s3aTenbHoe obcnepo-
BaHue 1 HabnofeHne y Kapauonora.

leHHas Tepanus

JMK ocTaéTca KaHAWMLATOM [ PacCMOTPEHWA TeHHOM
Tepanuu. Hambonblumm noTeHuuanoM MoxeT obnagatb Te-
paneBTUYECKMIA NOLXOL NPAMOr0 NepeHoca reHoB, 3aKJlya-
IOLLMICS B 3aMeHEe MYTUPOBABLLErO reHa Ha MeH AUKOro Tvna
(reH 6e3 MyTauum). MccnepoBaHue, M3ydaiollee BO3MOX-
HOCTb 0MOCPeL0BaHHON afleHOBMPYCOM J0CTaBKM YesioBeYe-
cKoro reHa ABCCé pmkoro TMna B neyeHb Mblwweit ABCC6—/—,
MPMBENO K YCTOWYMBOMN BbICOKOM 3KCMPECCMM HeSTIOBEHECKOr0
benka ABCCé B TeueHne yeTbipéx Hepenb [49]. YposHu PPi
MpY 3TOM YBENMYMBANMCb U Aaxe MONHOCTbI0 BOCCTaHaB-
NMBaNMCb 40 HOPMAsbHOMO YPOBHS, MOC/E MOBTOPHbIX UHb-
eKUMA Kaxzple YeTblpe Hegenu. Bnocnencrauu nporpeccus
3KTOMUYECKON MUHEpaNU3aLMM 3HAUUTENBHO YMEHbLUMNACH,
HO CcyLLecTByloLmMe fedeKTbl CoXpaHsanuch. BekTopbl Ha oc-
HOBe afleHOBMpYCOB, [OCTaBsEMbIe B fpa renaToLuToB,
ABNAOTCSA 0LHON M3 Hanbonee 3 HEKTUBHBIX CUCTEM JOCTaB-
ku reHoB [50], MOCKONBKY BbI3bIBAIOT JILLb OFPAHUYEHHBIN
MMMYHHBIA OTBET W cuuTaloTcA Be3onacHbIMU B COYETaHUM
C MX CMOCOBHOCTbH MHOMUMPOBATh JensLMecs U NOKos-
wmeca Knetku [51]. B 3TOM KOHTEKCTe HefaBHWUW nporpecc
B YNyYLUEHHbIX CUCTEMAX [LOCTaBKU reHoB Ha ocHoe MPHK
MOXeT o0becneunTb eLlé 0auH crnocob NpUMEHEHUS FeHHOM
Tepanuu MK [52].

B KauecTBe maTOreHETMYECKOro feYeHWs U3y4yaloT BO3-
MOXKHOCTU NpuUMeHeHNst nupodocdata u MHrMbupoBaHue
TKaHeBOM HecneumduyecKon LwenoyHol docdartassl (TNAP).
WccnepoBaHus cocpeioToueHbl HA BOCCTaHOBIEHUM FOMEO-
ctasa PPi nubo nytem gobasnennsa nauueHtam nupogocda-
Ta (aHanoro.), M60 NyTeM WMHrUOMpOBaHUs ruaponmsa PPi.
JlekapcTBeHHasn Tepanua AN 0CTAHOBKM 3KTOMMYECKOr0 06-
pa3oBaHuUs KPUCTan/IoB rMApOKCHanaTuTa bbina B LEHTpe
BHMMaHMS UCCNe[0BaHW B TeYeHWe NOCNefHero gecatune-
TMs. BeepeHue PPi KaweTcs 0cobeHHO MHoroobeLlaLmm
BapuaHToM neyenns naumnentos ¢ 3MMK. HecmoTpsa Ha noTeH-
LmanbHble NPeyMyLLECTBA, NeYeHNe KanbLMhUKaLmMm CocyaoB
HasHayeHneM PPi fonroe Bpems cumtanock Helenecoobpas-
HbIM M3-33 KOpOTKOro nepuoAa nonyebisefeHus (30 MuH)
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1 NPeanonoXeHui, 4to oH byaeT BbICTPO rMApPONIN30BaTLCS
nocse nepopansHoro npuéma. B paHHux akcnepuMeHTax PPi
BBOAM/IM KpbICaM MOCPELCTBOM MOAKOMHOW WAU BHYTPHU-
OpIOLUMHHONM MHBbeKUMK [53]. ExKeAHEBHble MHBEKLMM MU-
podocdara Mblwam ABCC6—/— npusoamim K NoYTU NOAHOM
MPUOCTaHOBKE 3KTOMUYECKOW KanbUMdUKALMU, HECMOTPSA
Ha buopoctynHoctb PPi Bcero okono 0,5 % [54]. PPi paBa-
71 nepopanbHo MblwaM ABCC6—/— yepe3 nuTbeByl Bogy
M TaK e 0DHapyXunu NpaKTMYecKU MoJHOe MpeKpaLleHne
KanbLM@uKaLmMm MArkMX CoeMHUTENbHBIX TKaHelk. ABTopam
YAanoch MoKasaTb YBeNMYeHWe KOHLEHTPauuu nepopasnbHo
BBoAMMOro PPi B cbiBOpoTKe KpoBM YenoBeKa. ITOT pesyib-
TaT 6bIn ycnewwHo BocrnponssegeH B 2019 r. v aBTopbl NpULL-
NN K BbIBOJY, UTO, HECMOTPS Ha HUM3Kyl BMOAOCTYNHOCTb
PPi nocne nepopancHoro npuéMa (okono 0,1 %), pasnnuus
B WHAMBUAYANbHbIX AMETUYECKUX MPUBbLIYKAX MaLMEHTOB
¢ JMK moryt obycnosnmeaTh UX GEHOTUMUYECKYKD reTepo-
reHHocTb [59].

CrnenyeT 0TMeTUTb, YTO C BO3PacToM UMW MpU Hannuum
conyTcTByloLLen 6onesHn nouek nedenue PPiy nauueHToB
¢ MK MoxeT cTaTb NPo6ieMoit, NOCKONbKY OH MMAPONM3YeT-
cs A0 MoHodocdaTa, KOTOpbI CYATAETCSA OLHON U3 OCHOBHbIX
LETEPMUHAHT COCYAMUCTON KanbLndUKaLmmM Y BoMbHBIX Xpo-
HUYecKoi 6one3Hbto noyek [56]. KombuHupoBaHHas Tepanus
¢ uHrnbutopamn TNAP MoxkeT bbiTb BO3MOXHbBIM NOAX0L0M
B 9TOM KoHTeKcTe. O4HaKo McrbiTaHue ¢ BBEAEHNEM HTMOK-
TOPOB TKaHeBOM HecreunduyecKoii LwenoyHon gocdoTasbl
naumenTaM c 3K ewg He Hayato. loBblLLEHNe aKTUBHOCTU
TNAP, npuoaut K deHotuny cxogHoMmy ¢ 3JMK, ¢ Taxe-
NIOW KanbUMpUKaLMen apTepuin HUXKHUX KoHeyHocTen [57].
S.G. Ziegler u coasr. [58] npescTaBunm fokasatenbCTBa no-
BbILLEHHOM 3Kcnpeccum u aktueHocT TNAP B dmbpobnactax
y naumenTos ¢ 3K [58]. Kpome Toro, aBTopam ynanock npe-
L0TBPaTUTL KanbLduKaLumio in vitro NyTéM MHrMbMpoBaHWA
TNAP BBeaeHueM SBI-425 (npon3soaHoe apuncynbpoHaMu-
Aa C ONTMMM3MPOBAHHBIMK (hapMaKoreHeTUYECKUMU CBOWA-
ctBamm). Beenenne SBI-425 Mbiwam ABCCé—/— npuBoaumno
K 3aMe/lJIEHNI0 Pa3BUTUS U MPOTPECCUPOBAHMS IKTOMUYECKOI
KanbLmduKaumu, 4to BbIN0 CPaBHMMO C JIEYEHUEM 3TUAPO-
HaTOM, HO 6e3 BAMAHMA HAa MUKPOAPXUTEKTOHMKY KocTu [58].

KJTMHUYECKUU CNYYAN

MaumeHTKa 36 net obpatunacb C xanobamu Ha WUcka-
JKEHWA KOHTYPOB MPEeLMETOB, CHUXEHUE OCTPOTbl 3peHus
Ha NpaBoM rnasy, He KoppuUrupyemoe oukamu. lNpexpe oTMe-
Yana NpUXoLsLLMe 3NM30AbI YXYALLEHWUS 3pEHUSA Ha NpaBOM
rnasy B TeyeHue nocnefHero roga. Jleyenns He nonyyana,
y odTanbMonora U apyrux CneumanucToB He Habnoaanack.
Ha MoMeHT obpalLeHus ocTpoTa 3peHusi MpaBoro rasa co-
craensna 0,2, nesoro rnasa 1,0.

Mpy 0CMOTpE KOXHBIX NOKPOBOB bbiN BbiSBMEHbI XapaK-
TEpHble KOXHble U3MEHeHWs! (ManeHbKKUe XENTble nanysnbl
avameTtpom o 10 MM) Ha DOKOBOI NOBEPXHOCTM LUew, nany-
bl CMBaIOTCA B ceTyatble bnswkm (puc. 1). Koxa B Mectax
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nopakeHus apsabnas, yTonLEHHas, MOPLUMHUCTaS, NETKO CO-
Bupaetcs B cknaaKy. AHAMHECTUYECKWE [aHHble CBUAETENb-
CTBOBa/IM 0 MaHU(ECTaLMN KOXHBIX MPOSBEHUIA C 24 neT,
C MeAseHHbIM MpOrpeccMpoBaHNeM, YBEMYEHUEM ouara
M3MEHEHHOW KOXU NO NJowaau, ¢ TEHAEHUMENR K CIIMSHUIO
nanyn. B ceMbe nofobHbIX NposiBneHnid 3aboneBaHus He 0T-
Meyaetcs.

[lpu ogpmanemockonuu: Ha rNasHOM AHe 0BHapyXeHbl
aHrvomaHble nosockl. Ha npaBoM rnasy TakKe BbISBEHbI
TOYeYHble, ENTble 4py30Mof06Hble CKOMMEHUS B BUCOY-
HOM MONOBUHE MaKyNSPHOM 30HbI (M3MEHEeHMs [1a3Horo AHa
Mo TUNy anenbCUHOBOW KOpku). B MakynspHoi 3oHe nmapa-
(oBeONIAPHO NO XOAY OAHOW M3 aHTMOMAHBIX MOJOC BU3Y-
NM3MpPOBANCA Y4acToK cybpeTuHanbHoro ¢ubposa, Menkue
TBEpPAbIE 3KCCYHaThl U CybpeTMHanbHas reMopparus, 3atpa-
rvBaBLUas QOBEONAPHYHO 30HY (puc. 2, a).

Mo paHHbIM ONTUYECKOI KorepeHTHoM ToMorpadum (OKT)
Ha npaBoM rnasy B napadoBeanbHOM 30He ONpeaensics rv-
neppedIeKTUBHBIN 04ar, COOTBETCTBOBABLUMI 06/1acTh cyb-
peTuHanbHoro ¢hubpo3a 1 oTCNONKM HermpoanuTenus (puc. 3),
a TaKke QubpoBacKynapHas 0TCI0WKA MUIMEHTHOrO 3nuTe-
s (M3) (puc. 4), eouHUYHbIE rMNeppedeKTUBHbIE TOYeY-
Hble 0Yaru BO BHYTPEHHUX CNOSX HEMPO3NUTENUS, COOTBET-
cTBytOLLMe TBEPALIM 3KccynataM. Ha OKT oboux rnas bbiim
0bHapyeHbl anbTepaums 6azanbHoro KoMmniekca, aedeKTsl
3/TUNCOMAHON 30HbI, AedeKTbl PETUHANBHOMO MUTMEHTHOMO
anutenua (puc. 3, 4).

MauueHTKe BbIMOSHEHA ayTO(IIyOpPECLEHLMS [Na3HOro
OHa (puc. 5) u dnyopecueHTHas aHrmorpadus (GAD) (puc. 6).
Ha oboux rnasax BbisBneHa runoaytodyopecueHUms
aHrMOMHBIX MO0C B NEPUNanuUNAPHOA 30He, a TaKKe Npo-
cauMBaHMe W HaKanauBaHue B MO3AHel ase Kpacutens
B napadoBeasbHOi 30He.

[ins noATBepXAeHUs AMarHo3a BbiMojHeHa buoncus
M3MEHEHHOr0 y4acTKa Koxu. Mopdonoruyeckoe onucanue
BronTaTa KoXK C 30HbI MopaxeHus: «B buonTate onpepe-
NseTCs 4,e30praHn3aLms KonnareHoBbIX M 31acTUYeCKUX BO-
IOKOH, YMEHbLLEHWUE UX KONMYECTBA. 3NacTMYECKUE BOJIOKHA
C y4acTKamu parMeHTaumMu. B MecTe JecTpyKLMM BOJIOKOH
0YaroBble OT/IOXKEHMSA KabLms, OTAENEHHBIE OT ANUAEPMMCA
MOJIOCKON [epMbl C HEDOMbIUMMM ajlbTEPHATUBHBIMU U3Me-
HEHWUAIMKM, B KOTOPOI OMPefenflTCA MeNkue cocyabl ¢ MU-
HUManbHOM NepUBACKYNAPHON MHOUNLTPALMEN NpenMyLLe-
CTBEHHO IUMbOLMUTaMM.

Ha ocHoBaHWM KNMHMYECKOI KapTuHbI U Mopdonoruye-
CKMX AaHHBIX NaLMeHTKe ObiN BbICTABNEH AWarHO3: «3nacTu-
yecKas nceBoKcaHToMa. OU: aHrMoMaHbIe MONOCk! CETHATKY.
0D: aHrMonAaHbIe NONOCHI CeTYATKU, OCNOMKHEHHbIE XHB».

MauneHTKe PEeKOMEHAOBAHO MHTPaBUTPeasibHoe BBe-
neHve (MBB) npenapata, MHIMOMPYIOLLEr0 HeOaHrMoreHes
(paHnbusymab) B npasbiii rnas. VBB npoBoannn no craH-
AapTHOMy npoTokony. AHTM-VEGF-Tepanus BbinosHs-
nacb no crepywuei cxeme: 3 3arpy30uHbX MHBEKLMM
W C LanbHENLNM PEXMUMOM BeLleHUs «M0 HeobxoauMocTU»
(pro re nata).
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Puc. 3. OnTnyeckas KorepeHTHas TOMOrpamMMa MaKynsipHoM 06-
nacT¥ cetyaTku npasoro rnasa. OubposackynsipHas oTcioliKa
HeMpO3NUTENNS, MHTPapeTUHASIbHASA MUAKOCTb

Fig. 3. The OCT of the macular area of the retina of the right
eye. Fibrovascular detachment of neuroepithelium, intraretinal
fluid

Puc. 5. /306pareHue rnasHoro fHa npasoro (a) 1 nesoro (b) rnasa
B peX<vMe KOPOTKOBOJTHOBOM ayTo(yopecLieHLIMM, o4ari runoaytod-
NyopecLieHLMM B NepUnanmuIspHoi 1 NanuoMaKynspHoii 30Hax
Fig. 5. The fundus image of the right eye (a) and the left eye (b) in the
short-wave autofluorescence mode, there are hypoautofluorescence
loci in the peripapillary and papillomacular areas
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Puc. 4. OnTuyeckas KorepeHTHas TOMOrpaMMa MaKynsipHoi 06-
NacTu ceT4aTKM NeBoro rnasa. MakynspHbld Npodunb COXpaHEH,
B NepunanuiisHon 0bnactu aedekT anamMncomaHon 3oHel, Gpubpo-
BACKyNspHas 0TC/OMKA NUrMEHTHOrO 3nUTeNus

Fig. 4. The OCT of the macular area of the retina of the left eye.
The macular profile is preserved, in the peripapillary area there
are a defect in the ellipsoid zone, a fibrovascular detachment of
the pigment epithelium

Puc. 6. OnyopecueHTHas aHrvorpadms npasoro riasa: npocaynBa-
HWe W HaKarniMBaHWe KpacuTens B pybuyloLleics XopuUonAanbHON
HeoBacKynspu3auuy B napacdoBeanbHoii 30He (a), no3aHas dasa (b)
Fig. 6. Fluorescein angiography of the right eye: leakage and ac-
cumulation of dye in the fibrosing choroidal neovascularization in the
parafoveal area (a), the late phase (b)

Puc. 7. ®otorpadms rnasHoro gHa npasoro (a) v nesoro (b) rnasa Ha nocneaHeM BU3uTe
Fig. 7. The fundus photo of the right eye (a) and the left eye (b) at the last visit
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Taﬁnuua 2. KonunuectBo BbIMOSHEHHbIX MHTPaBUTPeasbHbIX MHBEKLMI W Cyﬁ'bEKTMBHaﬂ OLEHKa M3MEHEHUN I'IepVId)epW-IECKVIX

MeTaMOdeOI'ICVIVI B Te4eHue BCero nepmopna HabnoaeHus

Table 2. Number of performed intravitreal injections and subjective assessment of changes in peripheral metamorphopsias during the

entire follow-up period

KonnyecTBo MHTpaBUTPeasbHbIX MHBEKLMIA

Hanuune nepudepunueckux Metamophoncuit

Mepuoa HabnoaeHus

npaBbIn a3 |

npasbIi rna3 neBblii rnas NeBbIN rNa3
MepBblii rog, 3 - +++ -
1 3 ++ +
Bropoin rog 1 2 + —
TpeTuii rog, - 3 + +
YeTBepThIv rog, - 1 + -

[ins oueHKu 3 dEKTMBHOCTM NIeYEHUS Ha KAXK/IOM BU3UTE
BbINOJIHsANACh BU3oMeTpus, opranbmockonms, OKT. Ha ocHo-
BaHWM faHHbIX OKT Mbl npoBoamiv oueHKy aktueHocT XHB,
a VMeHHO OnpeLeNnsn Hanume 0TEKa, UHTPa- U CybpeTUHab-
HOW XuaKocTy. MNaumeHTKe TaKKe peKOMEHA0BAHO PerynspHo
BbIMOSIHATL CAaMOKOHTPOSb MO TecTy Amcrepa M NpoBOAUTb
OLeHKy nepudepuyeckux MeTamopdoncui. [lns oueHku ne-
pudepuyeckux MetTamopdoncuii cnonb3oBanack cobcTBeHHas
TpéxbannbHas LKana, roe Haubonbluas BbIPaKEHHOCTb Me-
TaMopONCUI (+++) — UCKAKEHWUA JIMHWAN MO BCEM YETbIPEM
KBagpaHTaM Tecta AMcnepa, HalmMume Makpo- U MUKPOTICHIA,
PacrosioXKeHNe UCKaXEHWIA LIEHTPasIbHO K TOUKe duKcaumu,
HauMeHbLLee (+) — Ha/M4Me MUKPO- UM MaKPOMCUiA, UCKa-
JKEHWe JMHMIA B OQHOM KBafpaHTe Tecta AMmcriepa, pacnono-
JeHUe MeTamMop(onCuii KCLEHTPUYHO TOUKe PUKCaLMK.

Yepe3 3 Mec. OT Hayana leYeHns NpaBoro rnasa Ha of-
HOM 13 0CMOTpPOB ObINo 0BHapyeHo nosiBNeHWe cybpeTu-
HasbHOro KPOBOW3NMSAHMUS B NapadoBeasibHo/ 30He Ha JIEBOM
rnasy. laumeHTKy He BECMOKOMNO YXyALLUEHWE 3peHMs, OT-
CYTCTBOBaNM anobel Ha MeTamopdoncuu. JleueHne nesoro
rnasa WHrbuTopamMn aHruoreHesa NpoBOAMIIOCH N0 TOM e
cxeMe. 3a nepBbIi rof HabnoaeHus bbino npoeaeHo 4 VBB
MHrMBMTOPOB aHrMoreHesa Ha NpaBOM rNasy U 3 Ha NIeBOM.
OctpoTa 3peHus npasoro rnasa ysesuumunach o 0,8. [uHa-
MUKa HabntoaeHnn n Konmyecteo BB npueepeHa B Tabn. 2.

MocKOMbKY B JAHHOM KIIMHWUYECKOM Clly4ae peaKTuBK3a-
LIMA HEOBACKYNAPHbLIX MeMBpaH He Bcerpa uMena LeHTpab-
HY0 NIOKaM3aumio U Yalle nposBnsnac napaoBeosspHo,
6e3 aKTUBHO BbIpaXKeHHbIX CYOBEKTUBHBIX }Kanob nauneHTa,
TO TOJILLMHA LIeHTpasbHOM CeTYaTKM He BCerpa Koppenupyet
C aKTMBHOCTbIO Mpouecca. KputepusiMu ons npoBefieHns UH-
TpaBUTPeasnbHbIX UHBEKLMIA MHTMOUTOPOB aHrMoreHesa obinu:
HanuMe OTEKA CeTYaTKY, 06HapyKeHWe NPU3HAKOB aKTUBHOIA
MeMbpaHbl no AaHHbIM OKT (yBeninyeHWe OTCNIONKU NUTMEHT-
HOr0 3NUTENNS, HEMPO3NUTENNS, YBESIMYEHUE TONLLUMHBI CET-
YaTKK, MOABJIEHUE UHTPAPETUHANBHBIX KUCT).

MauveHTKa HaxoAunach Nof exeMecsyHbIM HabnoAeHu-
eM B TeyeHun 3,5 neT. OcTpoTa 3peHus npaBoro rnasa co-
craeniset 0,8, coxpaHstTcs anobbl B Buge Metamopdon-
CUH, KOTOpble He MEHSIIOTCSA, HEe YBEJIMYMBAKITCA C TEYEHUEM
BpeMeHU. 3a roAbl NeYeHUs YBENMYMNAch 30Ha aTpoduu
M0 XOLy aHrMOUEHbIX Nnosoc, chopmMmpoBancs pybeL ¢ 30Hoi
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reorpaduyeckon atpodum BoKpyr. [intensHoe Bpems npu-
3HaKOB aKTMBHOCTM MpoLiecca HeT (puc. 7, a).

B neBoM rnasy Take COXpaHsieTCA BbICOKas 0OCTPOTa
3penus (1,0), naumeHTKy He GECMOKOUT YXYALUEHWE 3peHus,
OTCYTCTBYIOT 3anobbl Ha MeTaMopdoncui. AKTMBHOCTb Napa-
(hoBeonspHoii MeMbpaHbl Habnloaanack B BUAE Nepuoauye-
CKM BO3HUKAIOLLMX CyOpPeTUHaNbHbIX KpoBomanuaHuii <1/4 111,
KoTopble CYOBbEKTMBHO He becnoKouny naumeHTKy (puc. 7, b).
Ha MoMeHT nocnepHero ocMoTpa 0TCYTCTBME aKTUBHOCTM X0-
puonaanbHOM HeoBacKynspusauum no aaHHbiM OKT un QAT
COXpaHseTCA.

OBCYXOEHWUE

B nutepatype onucaHbl pasnuyHble METOAVKM JIeYEHUS
odTanbMonoruyeckux nposieneHnii XHB Ha ¢oHe aHrmoma-
HbIX nosoc. Ha cerogHsWHUA AeHb OTCYTCTBYIOT MeXAyHa-
POAHble PeKOMEHAALMM MO JieYeHno 0dTanbMONOrMYecKUX
NPOSIB/IEHNIA 3N1aCTUYECKON MCEBAOKCAHTOMbI. MHorue wuc-
CNeflOBaHUA M OMMCaHHblE KIMHUYECKWE CNydau NMOKa3biBa-
10T, YTO JIeYeHWe HeoBaCKYNApM3aLMWM UHIMBUTOPaMK aHT1o-
reHesa JalT XOpoLLyk IQheKTUBHOCT.

MpenmMywlecTBo Tepanuu 0bycroBReHO BO3L4ENCTBUEM
Ha NaToreHeTUYeCKoe 3BEHO, MaNbIMU HeXenaTebHbIMU No-
BouHbIMK 3ddeKTamMM NO CPaBHEHMIO C APYTUMU METOAAMM
Tepanuu 1 Manoi MHBa3WBHOCTLIO, a TakKe bonee AnuUTeNb-
HbIM COXPaHEHWEM OTCYTCTBUSA akTUBHOCTU XHB npu npusep-
YKEHHOCTM JIEYEHMIO.

Bce pocTynHble BapuaHThbl neveHns BTopuyHbIX XHB nMe-
10T JMLUb KpaTKOBPEMEHHbIN 3hdEKT, YTo fenaeT Heobxo-
OMMbIM MOBTOPHOE NleYeHWe, AMHaMuyecKoe HabmogeHue.
Ycnex neyeHns BO MHOTOM 3aBUCUT OT CBOEBPEMEHHOCTH
Hayana Tepanuu 1 NpUBEPXEHHOCTU NaLMEHTA K NIEYEHMIO.
YacToTa MHBEKUMIA MOXET urpaTb pofib B BO3JENCTBUM
Ha MUrMEHTHBIA 3NUTENUIA, NpoBoLMpYs ero atpodwmio, no-
3TOMY CrieflyeT HaluTu YeTKMi banaHc Heobxoammoro VBB
aHTM-VEGF-npenapatoB. YacTota BBefeHus 0bycnoeneHa
TeyeHneM npouecca 1 iokanusaumeii XHB.

MauneHTbl LOMKHBI HAXOAUTBCS MOJ, EXXEMECAYHBIM Ha-
BntofeHreM nocnie Nepeon MHbEKLMU. Bo3MOXHO yaMHeHMe
WHTEpBasoB BBEAEHUS MHIMOMTOPOB aHr1oreHe3a B 3aBUCK-
MOCTM OT KIIMHWUYEeCKoro TedeHus u pesynbtatos OKT.




REVIEWS

BbIBOAbl

1. CywecTByloliMe BapuaHTbl JleYeHUsS  HaLesieHbl
Ha cuMnToMaTuyeckyto Tepanuto 3K,

2. Pa3BuTMe XxopuoMZanbHOM HeOBaCKyNspu3auuu npu
aHrMOMIHbIX NONocax ABNAETCA OAHUM M3 TPO3HbIX
OCNIOXHEeHW 3aboneBaHns U BELET K CTOMKOMY CHU-
YKEHWK0 LIHTPaNbHOr0 3peHus y UL, TPYLOCnocobHo-
ro Bo3pacra. B cBAi3u ¢ peuuaMBUPYIOLLMM TeYeHUEM
npouecca naumeHTaM C aHrMOMAHBIMKA M0i0caMM, 0C-
NOXHEHHBIMK XHB, HeobxoauMbl perynspHble 0CcMo-
Tpbl oTanbMonora.

3. YuuTbiBas aTMONOrMI0 U NaToreHe3 M3MeHeHWUN B TKa-
HeX, naumeHTbl ¢ 3K HaxomATca B rpynne pucka
Mo cepLeYHO-COCYAUCTLIM 3abonieBaHuAM. Takue na-
LMEHTBI HYKAKTCA B KOHCYNbTaLUMM CMEXKHBIX cre-
LMan1cToB, HabmloeHM TepanesTa.

4. TlopaeHus KOXM cneflyeT NeyYnTb KOHCEpPBATUBHO,
XMpypruyecKoe BMeLLITeNbCTBO CefyeT paccMaTpi-
BaTb C OCTOPOXHOCTbIO M MOCNe TLIaTebHOro B3Be-
LUMBAHMSA ONepaLMOHHbIX PUCKOB.

5. JleyeHne cocyamcton KanbundmKaumm B HacTosLlee
BPEMS OCHOBaHO Ha MPUMEHEHUM MeLWKaMEHTOB
1 MoanduKaumm obpasa XusHu.

6. bynywuve TepaneBTUYECKME BO3MOXKHOCTU B OCHOBHOM
BKJTIOHAIOT FEHHYK0 Tepanuio, obriagatoLyo Hanbosb-
KM noTeHumanom ans nedexus MK B fonrocpoyHon
nepcnexTuee. B cBA3n co cnoxHbIM natoreHesoM MK
Hanbonee NepcneKTUBHLIM NpeaCcTaBNAeTCcS KOMOUHK-
pOBaHHas Tepanus.
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Bknap, aBTOpOB. Bce aBToOpbl BHEC/In CYLI.leCTBeHHbIVI
BKNnag B pa3p360TKy KoHUuenuuu, npoeeneHue uccnenoBaHuA
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