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ITlomumo kaaccuueckoit 6oaesnu Koamca, xapakmepu3syioweticss 06pazoeanuem meaeaneuodKmasuil U MUKpoaHee-
DPU3M €OCYO008 CemUamiKl, OKPYICEHHbIX HCeAMOBAMbIM UHMPA~- U CYOPeMUHANLHBIM SKCCYOamoMm, U pa3eueaoueics y
comamuyecku 300p08bix demeil, KOamconoooOHble U3MEHeHUs CemuamKu Moeym Habardamvcsa npu psode cUCmemMHbIX
3a004e6aHUll, a MAKICe OCAONCHAMb meyeHue dpyeoll erazuoli namoaoeuu. OOHUM U3 3a001e8aHuUiL, NPOMEKAOUUX
¢ K0amconodobHOIl 3Kccy0amusHoll 8ackyronamueil, A615emcs nie4e-10namoHHoO-AUye8as MUonamus, uiu 601e3Hb
Jlandysu — Jlexcepuna. CucmemHbiMU NPOSGACHUSMU OAHHOU NAMOA0UU ABATHOMCA: XAPAKMEPHbLI MUOUCMpogu1ecKuil
npouecc, 3ampazusarouuil, KaxK npasua0, MblUbl AUYA, PYK U OUCANbHbIe MbIULLbL HO2, A MAKJICe HeUPOCEHCOPHAS Y20~
yxocmb, ObiXamenvbHas He00OCMamoyHOCMb, CepOeYHAs ApUMMUSL, NPU UHGAHMUABLHOU hopMe — 3a0eprucKa YMCMEEHHO20
pazeumus u dnucunopom. Ilpusedeno onucanue 08yx KauHu4ecKux cay4aes demeil ¢ 604ae3nvio Jlandysu —excepuna,
npeodcmaesneHvl pe3yabmamol Ae4eHuUs, 00CYICOeHa 8ANCHOCMb CUCIMEMHO20 N00X00a Npu 00CAe008aHUU NAYUEHMO8 C
K0amcono0oOHbIMU UBMEHEHUSAMU AA3H020 OHA.

KmioueBbie ciioBa: KoarcornoaoOHasi peTUHONATHSI; TUIeUe-JI0NaToyHO-IrIeBass MMonaTus; 6ose3Hb JlaHay3u —
HexepuHa.

Jnsa murupoBanus: Jlenucona E.B., Karapruna JI.A., Koronesa JI.B., bemosa M.B., Ocumnosa H.A., @enoceeBa
E.B. INopaxenue rna3 npu 6oae3nu Jlanmy3u— JlexeprHa (onucaHue ciiydaeB M aHaIU3 JIUTepaTyphl). Poccuii-
ckuii opranbMoiornueckuii xxypHai. 2018; 11 (3): 50-4. doi: 10.21516/2072-0076-2018-11-3-50-54

bone3ns Koarca — penkoe 3abosieBaHME, XapakK-
Tepusyolieecs MoJUMOPOHBIMUA U3MEHEHUSIMU CO-
CYIIOB CETYaTKU ¢ 00pa3oBaHUEM TeJIEAaHTHOIKTA3Uil
1 MUKPOAHEBPM3M COCYAOB CETUATKU, OKPYKEHHBIX
JKEJITOBAaTbIM MHTPA- U CYOPETUHAIBHBIM SKCCYIaTOM.
B ocHoBe 3a001eBaHusI JIEXKUT IEPBUYHOE MOPAKEHUE
COCYIOB CeTYATKH, OJHAKO MPUIYMHBI €T0 BOSHUKHOBE-
HUS HEU3BECTHBI. BBICKA3BIBAIOTCST MTPENITOIOXKEHUS O

TeHETUYECKO MPeApacooXeHHOCTH K pa3BUTHIO 00-
JIe3HU, O YeM CBUICTEbCTBYET ee 00J1ee YaCTOe BO3HUK-
HoBeHue Yy MaiburKoB (70—90 % 3a60J1eBIIMX), OMHAKO
reH (-bl), aCCOLIMMPOBAHHLIN (-bIe) ¢ bose3HbI0 Koarca,
JIO HACTOSIIIIETO BPEMEHM He NACHTU(UIIMPOBAHDI.
CrenyeT OTMETUTh, YTO ITOMUMO KJIACCUYECKOM
0ose3Hu Koarca, pa3BuBarolleiics y COMaTUYECKU 310~
POBBIX JIeTei, KOaTCOMOa00OHbIE UBMEHEHUSI CeTYaTKU
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MOTI'YT HaOJII0AaThCs IPU psie CUCTEMHBIX 3a00JieBa-
HUM, a TAKXKe OCJIOXHSITh TEUECHUE APYTrOi TJIa3HOM ma-
toJioruu [1, 2].

OagHuM K3 3a00JIeBaHUM, IIPOTEKAIOIIUX C KO-
aTCOIIO00HOM 3KCCydaTUBHOI BacKyJjoIaTUe, sB-
JIsIeTCs TUIeue-JIONaTOYHO-JIMIIeBas MUOIATUSI, UIU
O6one3nb Jlanay3su — [exepuHa (B aHIJIOSI3bIYHOM
nmTeparype — facioscapulohumeral muscular dystrophy,
FSHD). 3aboneBaHue BOepBble onucaHo JlaHay3u u
HexeprHbIM B 1884 1. DTO TpeThs 110 YACTOTE BHISBJIC-
HUS MBIILIEYHAsT TUCTPOdUS ¢ pacIpoCTPpaHEHHOCThIO
1 Ha 15 000—20 000 HaceneHus. Ilneue-monaTtouHo-
JIMIIEBasi MMOTIATUsI HACJIEAYETCS TI0 ayTOCOMHO-TIOMM-
HAHTHOMY THUITy C BBICOKOI IIEHETPAaHTHOCTDHIO, OTHAKO
110 30 % city4yaeB SIBJISIIOTCS CIIOPaIMnYeCKUMM, BO3HUKAS
B pe3yJIbTaTe HOBBIX MyTalIUIA.

BoinestioT Kiiaccu4ecKyo M MH(paHTWILHYIO (hop-
MbI 3a00J1eBaHMs. [1pu Ki1accuyeckoM BapruaHTe IepBhie
MPU3HAKU MUOTIATUU OOBIYHO TOSIBJISIOTCS B BO3pacTe
10—20 net. Kak npaBuJjio, IepBblii CUMIITOM — CJ1a00CTh
MMMUYECKMX MBIIII. B OONBIIMHCTBE ClIydacB MUOAM -
cTpo(pruecKuii Mpolecc 3aXBaTbIBAET TOJIbKO MbIILILIBI
JIMIIA, PYK U AUCTAIbHBIC MBIIIIBI HOT (3aTPyIHEH MOIb-
€M PYK, BBIPa>KE€H CUMITTOM KPBUIOBUIHBIX JIOMATOK, TIPU
BOBJICUEHMU pa3rudaTesieii CTOIbI pa3BUBAETCS METYIIH -
Hasl IO0XOAKa U TUIIepJopao3). TskecTb 3a001eBaHUS
3HaunTeabHO BapbupyerT. [Ipumepro B 30 % citydaeB oHO
MPOTEKAeT JIETKO, 0eCCUMMITOMHO, Y TTAaLIMEHTHI HE 3HAIOT
o Hayimuuu 3abosneBanus. B o xe Bpemsty 10—20 % 6oiib-
HBIX CTPAJIaIOT MBIIIIIIBI TA30BOT'0 MOSICa, YTO MOXKET IPH -
BECTU K HEBO3MOXHOCTHU X0Ab0bI. [1pu MmaHnudecraumuu
110 5 et (MH(paHTUIbHBINA TUIT) MUOIIATHsI, KaK IIPaBUIIO,
MPOTEKAET TSKEJIO — C YTPATOi BO3MOXHOCTHU XOIbObI
BO BTOPOI eKaje KM3HU 1 00Jiee YaCThIM pa3BUTHEM
9KCTPAMYCKYJISIPHBIX CUMIITOMOB
[3, 4]. HaubGomnee yacTbIMU 3KC-
TPaMyCKYJISIPHBIMU TTPOSIBIICHUSIMU
06one3nu Jlanaysu — JlexepuHa
SIBJISTIOTCST KOQTCOTIOMOOHBIE M3Me-
HEHUS COCYIOB CETYATKM, BKJTIOUast
TeJICaHTUOIKTA3U1, MUKPOAHEB-
PU3MBI, JUKUIX C IKCCYIaTOM U
o0MTepaunio COCydoB Ha Mepu-
depuu, pexxe — B 00J1aCTU 3aTHETO
roJrroca, BosHuKaloue B 25—75 %
ciayyaeB [3—8]. Kpome Toro, y
30 % naumeHTOB pa3BUBACTCSI HEMPO-

nocienoBatenpHocteil JJHK, HaspiBaeMbix D474 (y
300poBbIX 1toAei ux oT 11 mo 100, y mauueHToB ¢ 601e3-
Hbto Jlanay3u — exepuna — ot 1 go 10). O6HapyxeHa
MpsiMasi CBS3b PaCIpOCTPAHEHHOCTH MTOPAKEHUSI MBIIIILI,
a TaKXKe Pa3sBUTHUS DKCTPAMYCKYISIPHBIX CUMIITOMOB C
pa3mepoM ¢parmeHTa D4Z4. Tak, Gonbluas aeneuust
BBISIBJISIETCS TIPY MH(PAHTUJIBHOM BapraHTe MUOIIATUMN
(ompenensitorcs ot 1 1o 4 nocnenoBaTenbHOCTel D474)
[3, 4].

ITox Haiym HaOMIOAEHEM HAaXOsITCs 2 peOeHKa ¢
TUIeYe-JIONMATOYHO-JTULIEBOY MUOTIATUEN U TIOPAXKEHUEM
J1as.

Haomonenne 1. [TanmenTka L. A. HanpaBieHa B
MHWMMU I'b B Bo3pacte 11 mec. U3MeHeHUs Ha I1a3HOM
JIHe 00ouX I71a3 BbISIBICHBI B BO3pacTe 8§ Mec ClIydaiiHO
MIpY OCMOTPE OKYJIUCTOM B MH(EKLIMOHHOI OOJIbHULIE,
rae pedbeHOK HaxXOAUJICs 1O MOBOAY POTaBUPYCHOM
MHMEKINHN.

IIpu o6pamennu 8 MHUMUW I'b ocTpora 3peHus
MPaBOTo Tj1a3a — CBETOOIIYIIEHHUE, JIEBOTO — TIpe-
MeTHoe 3peHue. Pacxoasineecss Kocorjiasue mpaBoro
ria3a. [ToaBuxXHOCTH 000MX IIa3 COXpaHeHa, Mepe-
HUI OTPe30K 0e3 MaToJOTUM, B CTEKJIOBUIHOM TeJie —
MHOXECTBeHHbBIEC MEJIKME KJIeTKH. [ T1Ta3HOe MHO: cripaBa
nuck 3putesibHoro Hepsa (JI3H) MOHOTOHHBIH, I'pa-
HUIIBI HE TIPOCMATPUBAIOTCS, COCYAbI U3BUTHI, CYOTO-
TaJqbHasl OTCJIOMKA CeTYaTKHU C XKeJTOBAaThIM MHTpa- U
CyOpeTUHAILHBIM 3KCCYIAaTOM, B LIEHTPE U Ha Iepude-
pUM — TeJIeaHTMO2KTa31M, Ha Tiepudepuu — MUKPO-
aHeBpu3Mbl (puc. 1); cieBa — JI3H GienHo-po30BbIii,
rPaHUILIBI CTYIIEBAHbI, COCYIbl PACIIUPEHBI, U3BUTHI,
MakyJia — pedieKchl OTCYTCTBYIOT, Ha Iepudepuu Ha
360° — TesleaHTMODKTA3MU U MUKPOAHEBPU3MBI, OT-
JIOXKEHMS KEJITOBATOTO CyOpeTMHAIBLHOTO 3KCcyaaTa.

JaHHbIe aHaMHe3a: peO0eHOK OT
MepBoOil 6epeMEHHOCTH, TTPOTEKAB-
1Ieil ¢ XpOHUYECKOM (heToIlIaleH-
TapHOM HEMOCTAaTOYHOCTBIO, TECTO-
30M, aHEMUE, ayTOUMMYHHBIM TH-
PEOUIUTOM, HEMPOLIMPKYIITOPHOMU
JUCTOHUEH O TUTTOTOHUYECKOMY
tuny. Poasl cpouHble oniepaTuBHbBIC
(y Matepu MMOIIMS BBICOKOM CTe-
neHu), Macca — 2950 r, olieHKa 1o
mkane Anrap — 7/8 6ajioB.

IToMuMo TTopazkeHusI ria3y pe-
OeHka HabJoIaIach 3aaepKKa pu-

CEHCOpPHAas TYroyxocTh, y 1—13 % —
JbIXaTeJibHasi HeIOCTaTOYHOCTD, ¥
1—10 % — cepnevyHast apuT™MHusl, IIpU
MH(MAHTUIbHON (popMe MOXKET Ha-
OromaTbes 3aaepkKKa YMCTBEHHOTO
Pa3BUTHS U STIUCUHAPOM.
YcTaHoBIeHO, YTO 00JIE3HB
Jlanay3u — JlexxepruHa reHeTU4eCKuU
reteporeHHa. B 95 % ciyvaeB ren
pacroioxeH B JIoKyce 4q35, amyra-
LIS TIPEACTABIISIET COO0I NeeLIo

Puc. 1. Habniopnenne 1. MnasHoe gHo
npasoro rnasa npu obpauweHum 8 MHUN
I'B. A3H MOHOTOHHbIN, rpaHunLbl HE NpocMa-
TPMBAIOTCS, COCYAbl M3BUTHLI, CyOTOTaNbHAsS
OTCIOMKa CEeTYaTKM C XXENTOBaTbIM UHTPA- 1
CcybpeTrHanbHbIM 3KCCYAATOM, B LIEHTPE U Ha
nepndepunn — TeneaHrnoaKTasnmn.

Fig. 1. The fundus of the right eye of the pa-
tient #1 at thefirstvisit. The optic diskis mono-
tonic, the borders are not visible, the vessels
are convoluted, subtotal retinal detachment
with yellowish intra- and subretinal exudate,
there are telangiectasias in the center and on
the periphery of the fundus.

3UYEeCKOT0 Pa3BUTHSI, AMUMUYHOCTD
JIMIIA, MBILIIEYHAs TUTTIOTOHMS, CYyXO-
JKuJbHas runopediekcus (puc. 2).
B manpHeiiieM nparHocTupoBaHa
JIBYCTOPOHHSISI CEHCOHEBpaJbHAs
Tyroyxoctb. PebeHok o0cenoBaics
y HEBPOITaTOJIOra M TeHEeTHKa, OTHA-
KO IMarHo3 He ObLJ MOCTaBJIeH.
Haomonenue 2. CxogHble rj1a3-
HbIE 1 00IIIeCOMAaTUUECKHe U3MEHEe-
HUSI OTMEYEHBI 1 Y BTOPOIi Haboaa-
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Puc. 2. HabniopeHve 1. PoTo naumeHTkn.
AMWMUNYHOCTb MLLA, MbILLEYHAs TMMOTOHUS,
CyXoXusibHas rmnopedexkcus.

Fig. 2. Photo of the patient #1. The amismicity
of the face, the muscle hypotension, the
tendon hyporeflexia.

eMoii Hamu nmaureHTku. [laneHTka
M. B. nanpasieHa B MHUU I'b B
BO3pacTe S5 JIeT C JMarHO30M: «XO-
PUOPETUHUT HESICHON 3THOJOTUU
oboux rias». B Bo3pacte 3 jner y
JIEBOYKU BIIEPBBIC BBISIBJICHBI U3ME-
HEHUS Ha TJ1a3HOM JHE 00OMX IJ1a3,
paciieHeHHbIe KaK XOPUOPETUHUT.
ITo mMecTy XUTeabCTBA TIPOBEIECHO
2 Kypca MPOTHUBOBOCIAJIUTEb-
HoM Tepanuu 6e3 adekra. Yepes
1,5 roga oTMeueHa oTpuliaTeIbHasK
IMHAMHUKA — Pa3BUTHE OTCIOUKM
CeTYaTKM B MPABOM IJIa3y, B CBI3U
¢ yeM peOeHOK ObLI HallpaBjIeH B
MHUWUN T'B.

IIpu ob6pamenun 8 MHUUA
I'b ocTpoTa 3peHuUs IpaBOro
rnasa 0,03 H/k, 1eBoro — 0,4 co
sph+3,0D cyl+2,0D ax100 = 0,8.
Cxopsieecs: KOCOIIa3ue mpaBoro
ry1a3a, MoJABMXKHOCTh 00OUX Ija3
COXpaHeHa, MepeaHMl OTPe30K
0e3 MaToJ0ruu, B CTEKIOBUIHOM
TeJie — TUIaBalolMe MOMYTHE-
Hus. 'nasnoe nHo: JI3H moHO-

Puc. 3. HabnopeHve 2. LleHTpanbHas 3oHa
rNa3Horo iHa NpaBoro rnasanpu obpatieHnn
B MHUW I'b. 18H MOHOTOHHbINM, rpaHnLb
npocnexunsatoTcs, cocyabl J3H n ceTyaTkm
NMOJIHOKPOBHbIE, U3BUTHI, B MaKynspHOW
ob6nacTu — nNpoMUHUpYloLWNii cybpeTun-
HasbHbIM O4ar C XenToBaTbiM 3KCCYAATOM U
drbpo3om.

Puc. 4. Habniopenne 2. MNepudepurs rnas-
HOro AHa NpaBoro rnasa npv obpaiieHnn B
MHWUW T'B. TeneaHrnoakTasuu, XXentoBaTbiii
cybpeTnHasbHbIN 3KccyaaT.

Fig. 4. The periphery of the fundus of the
right eye of the patient #2 at the first visit.
The langiectasias, the yellowish subretinal
exudate.

Fig. 3. Central zone of the fundus of the right
eye of the patient #2 at the first visit. The optic
disk is monotonic, the borders are traced, the
vessels are full-blooded, crimped, and there
is a prominent subretinal focus with yellowish
exudate and fibrosis in the macular area.

TOHHBIM, I'PaHULIBI IIpOcexuBaioTcs, cocyanbl JI3H 1 ceTyaTku moyiHo-
KpOBHBIE, U3BUTHI; CIIpaBa B MaKyJSIpHOI 00JacTM — MPOMMHUPYIO-
U cyOpeTHHANbHBIMA OoYar ¢ XeJTOBAaThIM 3KcCyaaToM U (pudpo3om
(puc. 3); cieBa — MaKyJISIpHBINA pedieke pacluMpeH; Ha nepudepun B Ha-
py>xHoM otzee (crpaBa Ha 7—104, cyieBa Ha 3—4 4) — cyOpeTUHAJIBHBIH 9KC-
cyaar, MUKpOaHEeBPU3MBI, TeJIEAHTMOIKTAa31H1, aBACKY/ISIPHBIE 30HBI (pUC. 4).
B 06111eM COCTOSIHUY MallMEHTKU Mbl 00paTU/IM BHUMaHUE HA aMUMUYHOCTD
JIMIIA, MBIIIEYHYIO C1a00CTh, HapyIIEHUE TTOXOIKHU.

JaHHble aHaMHe3a: pedeHOK 0T OepeMEeHHOCTH, IIPOTeKaBIIei ¢ 000-
cTpeHueM reprnetndyeckoit nngexkunu (herpes genitalis). Ponbl Ha 32-i1 He-
nese ¢ maccoii 2100 r, oueHka 1o mkae Arnrap — 6/8 6atos. Habmogaercs
HEBPOMATOJOrOM C TMarHO30M: «pe3uayaabHas dHIedatonaTus, THIAPOIIE-
(baJIbHBII CUHIPOM, HelipoceHCcopHas TyroyxocTh I1I cterneHnu», 4To cuutanu
CJIeICTBMEM HETOHOIIEHHOCTH pebeHKa.

Ha ocHoBaHUYM KIMHUYECKO KapTUHBI TOPaKeHUsI TJ1a3 1 0011ecoMa-
TUYECKUX CUMIITOMOB Y 00€UX IMallMeHTOK HaMH ObLTa 3a1o03peHa Tieye-
JIONIAaTOYHO-JIMLIEBass MUOIIATU, WM Oosie3Hb JlaHay3u — JlexxepuHa, 4To
B IaJbHEHIIIeM ObUIO TTOATBEPKAESHO TTPY 00CIETIOBAaHNM Y HEBPOTIATOJIOTa.

CoBpeMeHHBIM CTaHAaPTOM JICUSHUST KOAaTCOIOA00HOI BaCKYJIOMATHH,
Kak 1 6one3nu Koatca, saBisieTcst mpoBeaeHKE Jla3ep- WM KPUOKOATYJISIIIN
aHOMAaJIbHBIX COCYIOB U Hemep(Py3upyeMbIX 30H, YTO MPUBOAUT K OOJIM-
Tepaluu COCYIOB, YMEHBIICHUIO WIM MOJHOMY paccachblBAHUIO MHTpPa- U
cyOpeTuHaabHOIO 3Kccynarta. Jlydiue pe3yabTaThl HaOMIOAAITCS IpU
HeOOIbIION MPOTSIKEHHOCTU COCYIMCTHIX MajibpopMaliuii (B mpeaesax
1—2 xBagpaHTOB ceTyaTKM). [1pu ganeko 3aiienineii cranuu 3a001eBaHus U
pacmpocTpaHeHHOM OTCI0KE CETYATKN ITPOBOAUTCS XUPYPIUUECKOE JTeue-
HHE, OMHAKO (PYHKIIMOHAIBHBIN IMTPOTHO3 B TaHHBIX CIyJasix, Kak MPaBUIIO,
mwioxoi [1, 2]. UmeroTcs TakKe eAMHUYHbIE COOOIIEeHUsI 00 YCIIeIIHOM
MMPUMEHEHUU MHTMOUTOPOB SHAOTEINATBLHOTO COCYAUCTOTO (haKToOpa pocTa
M30JIMPOBAaHHO MJIM B KOMOMHAIIMK C MHTPaBUTPEATbHBIM BBEACHUEM TPU -
aMIIMHaJIOHA WJIM JIa3epKoaryyIsiiueil CeTYaTKy y MalMeHTOB ¢ PETUHUTOM
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Puc. 5. HabniopeHune 1. MnasHoe oHO N1eBOro
rnasa yepes 4 roga nocne Havyana nasepko-
aryngaunm aHomMasibHbIX COCYO0B CEeTHaTKu.
O6nuTepauns TeNeaHrMosKTa3nn 1 MMKPO-
aHeBpu3M, pe3opbumns cybpeTnHanbHOro
aKkceypara.

Fig. 5. The fundus of the left eye of the pati-
ent #1. 4 years after the onset of laser co-
agulation of abnormal retinal vessels. The ob-
literation of telangiectasias and micro-
aneurysms, resorption of subretinal
exudate.

Puc. 6. HabnogeHne 1. MasHoe AHO NpaBo-
ro rnasa yepes 4 ropa nocrne Havana nasep-
KOarynsiumm aHoMaJsibHbIX COCY0B CETHATKM.
Ob6nuTepauust TeneaHrmoakTasmim 1 MUKPO-
aHeBpu3M, pe3opbums cybpeTrHanbHOro
aKccyaaTa Ha nepnudepun v ero ymeHblLEHNE
B LiEHTpe.

Fig. 6. The fundus of the right eye of the
patient #1. 4 years after the onset of laser
coagulation of abnormal retinal vessels.
The obliteration of telangiectasias and
microaneurysms, resorption of subretinal
exudate at the periphery and its decrease in
the center of the fundus.

Puc. 7. HabniopeHune 2. MNepudepusa
rnasHoro AHa nNpaeoro rnasa yepes 1 rof
7 Mec nocne Hadana nasepkoarynauum
aHOMaJibHbIX COCYAO0OB U aBaCKyJAPHbIX
30H ceTyaTkn. O6nuTepaunsa TeneaHrun-
09KTa3unii, pesopbums cybpeTuHanbHOro
akccypara.

Fig. 7. The periphery of the fundus of the right
eye of the patient #2. 1 year 7 months after
the onset of laser coagulation of abnormal
vessels and avascular zones of the retina. The
obliteration of telangiectasias, resorption of
subretinal exudate.

Koarca [9—16], omHaKO 4€TKUX IMOKA3aHUI K UX IIPU-
MEHEHMIO B HACTOSIIIIEEe BpEeMSI HET.

O0euM MauMeHTKaM HaMU TIPOBEACHBI MTOBTOP-
HbIE CEaHCHI Ja3epKOoaryasaluy aHOMaJbHBIX COCY-
JIOB CETYATKU M aBACKYJISIPHBIX 30H (1-i mammeHTKe
13 ceaHCOB, 2-i1 — 5 ceaHCOB), UTO ITO3BOJIAJIO TOOUTHCS
0o0JMTepaly COCYI0B U Pe30pOLMU CYOPEeTUHAIBLHOIO
aKcceynata y 1-i malMeHTKH B JIEBOM TJ1a3y MOJHOCThIO
(puc. 5), B IpaBOM OH COXPAHUJICS TOJIbKO B LICHTPAJIb-
HOVi 30He (puc. 6). Y 2-ii nalueHTK TaKXKe Ha0JII0JaJI0Ch
3aIycTeBaHWe aHOMAaJIbHBIX COCYIOB M YMEHBIICHUE
aKceymauuu (puc. 7), cOXpaHUJIaCh UCXOAHAsI OCTPOTa
3peHust. CpoK HaAOMIOAEHUS COCTABIISIET 5,5 JieT 1 3 roaa
3 MeC COOTBETCTBEHHO.

3AKJIIOYEHUE

IIpu npoBeneHun oOcIeI0BaHMS MNAllMEHTOB C
KOATCOMOMIOOHBIMUA U3MEHEHUSIMU CETYATKHU CICAYET
oOpalath BHUMaHUe Ha HAIMYME CUCTEeMHBIX CUMIITO-
MOB 1 BKJTIOUATh B KPYT pacCMaTpHBaeMbIX 3a001eBAaHUIA
IJ1e4Ye-JI0MaTOYHO-TUIIEBYIO MBIIICYHYIO TUCTPODUIO.
IManueHTsI ¢ 60s1e3HbI0 Jlanay3u — JlexXeprHa J0JKHbI
OBITH PeTY/ISIPHO (pa3 B 6 Mec) 0CMOTPEHbBI O TATBEMOJIO-
TOM C IPOBEICHUEM TP HEOOXOAUMOCTH (DIIFOOPECLICHT-
HOIi aHTMorpaduu 1 1a3epKoary/Isiiuy aHOMaJIbHBIX CO-
CYIOB U HeTiephy3UPYEMbIX 30H CETYATKHU, YTO ITO3BOJIUT
n36eXaTh pa3BUTHUS OTCIOUKM CETYATKU U COXPAaHUTh
3pUTEIbHbIC (DYHKIIUU.

KonukT uHTEpEeCOoB: OTCYTCTBYET.
ITpo3payHocTs PUHAHCOBOI 1EATENBHOCTH: HUKTO U3

aBTOPOB He UMeeT (PMHAHCOBOI 3aMHTEPECOBAHHOCTU B
MPeaCTaBIeHHbBIX MaTepHalaX WA METOIAX.

Jlumepamypa/ References

Mocun U.M. bone3nnr Koarca. B xku. [llammmHoBa A.M., pexn.
HacsencrBeHHbIe 1 BpOXKICHHBIE 3a00JIeBAaHUST CETYATKN U 3pH-
TeJabHOTO HepBa. MockBa: MenuinHa; 2001: 297—-324.

Mosin I.M. Coats Disease. In: Shamshinova A.M., ed. Hereditary
and congenital diseases of the retina and optic nerve. Moscow:
Meditsina; 2001: 297—324 (in Russian).

Recchia F.M. Coats Disease. In: Harnett M.E., ed. Pediatric Retina.
2nd ed. Philadelphia: Lippincott Williams Wilkins; 2013: 616—25.
Tawil R., Van Der Maarel S.M. Facioscapulohumeral muscular
dystrophy. Muscle Nerve. 2006; 34 (1): 1—15.

Tawil R., Kissel J.T., Heatwole C., et al. Evidence-based
guideline summary: Evaluation, diagnosis, and management
of facioscapulohumeral muscular dystrophy. Neurology. 2015;

Bindoff L.A., Mjellem N., Sommerfelt K., et al. Severe
facioscapulohumeral muscular dystrophy presenting with Coats'
disease and mental retardation. Neuromuscul. Disord. 2006; 16

Fitzsimons R.B., Gurwin E.B., Bird A.C. Retinal vascular
abnormalities in facioscapulohumeral muscular dystrophy.
A general association with genetic and therapeutic implications.
Brain. 1987; 110 (Pt 3): 631—48.

Gurwin E.B., Fitzsimons R.B., Sehmi K.S., Bird A.C. Retinal
telangiectasis in facioscapulohumeral muscular dystrophy with
deafness. Arch. Ophthalmol. 1985; 103 (11): 1695—700.
Pauleikhoff D., Bornfeld N., Bird A.C., Wessing A. Severe visual
loss associated with retinal telangiectasis and facioscapulohumeral
muscular dystrophy. Graefes Arch. Clin. Exp. Ophthalmol. 1992;

Gaillard M.C., Mataftsi A., Balmer A., Houghton S., Munier F.L.
Ranibizumab in the management of advanced coats disease stages
3B and 4: long-term outcomes. Retina. 2014; 34 (11): 2275-81.
doi: 10.1097/1AE.0000000000000248

Henry C.R., Sisk R.A., Tzu J.H., et al. Long-term follow-up of
intravitreal bevacizumab for the treatment of pediatric retinal and
choroidal diseases. J. AAPOS. 2015; 19 (6): 541—8. doi: 10.1016/j.

2.
3.
4.
85 (4): 357—64.
5.
(9—10): 559-63.
6.
7.
8.
230 (4): 362—5.
9.
10.
jaapos.2015.09.006
11.

Kaul S., Uparkar M., Mody K., et al. Intravitreal anti-vascular
endothelial growth factor agents as an adjunct in the management
of Coats' disease in children. Indian J. Ophthalmol. 2010; 58 (1):
76—8. doi: 10.4103/0301-4738.58480

Poccuiickmii ogptarsmonormueckmii XypHas, 2018; 3: 50-54

lMopaxeHue rnas npuv 6onesnHn JlaHaysm — exepuHa 53
(onucaHue cry4aeB v aHaan3 ImTepartypbl)



12. Lin C.J., HwangJ.F., Chen Y.T., Chen S.N. The effect of intravitreal 2013; 97 (3): 272—7. doi: 10.1136/bjophthalmol-2012-

bevacizumab in the treatment of Coats disease in children. Retina. 302250

20105 30 (4): 617—22. doi: 10.1097/IAE.0b013e3181c2e0b7 15. Villegas V.M., Gold A.S., Berrocal A.M., Murray T.G. Advanced
13. Ramasubramanian A., Shields C.L. Bevacizumab for Coats' Coats’ disease treated with intravitreal bevacizumab combined with

disease with exudative retinal detachment and risk of vitreoretinal laser vascular ablation. Clin. Ophthalmol. 2014; 16 (8): 973—6. doi:

traction. Br. J. Ophthalmol. 2012; 96 (3): 356—9. doi: 10.1136/ 10.2147/OPTH.S62816

bjophthalmol-2011-300141 16. Zheng X.X., Jiang Y.R. The effect of intravitreal bevacizumab injection
14. Ray R., Baraiiano D.E., Hubbard G.B. Treatment of Coats' as the initial treatment for Coats' disease. Graefes Arch. Clin. Exp.

disease with intravitreal bevacizumab. Br. J. Ophthalmol. Ophthalmol. 2014; 252 (1): 35—42. doi: 10.1007/s00417-013-2409-1

IMocrynuna: 03.11.2017

Eye pathologies in facioscapulohumeral muscular dystrophy (case report and
literary analysis)
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In addition to the classic Coats’ disease characterized by retinal vascular telangiectasias and aneurysmal dilatations
surrounded by yellowish intra- and subretinal exudates and developing in somatically healthy children, Coats’-like retinal
changes can occur in a number of systemic diseases and complicate the course of other eye pathologies. One of the diseases
that occur with Coats’-like exudative vasculopathy is facioscapulohumeral muscular dystrophy, or Landouzy — Dejerine
disease. Systemic manifestations of this pathology are the myodystrophic process, which usually affects muscles of the face
and arms and distal muscles of the legs, as well as sensorineural hearing loss, respiratory failure, cardiac arrhythmia, in
the infantile form — mental retardation and episyndrome. The paper describes two clinical cases involving children with
facioscapulohumeral muscular dystrophy, presents the results of treatment, and discusses the importance of a systematic
approach in examining patients with Coats -like retinal changes.
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