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copmbl cuHapoMa YatibepH-Meiicona. Tak:ke onucaHbl 3THOJOTHS, NAaTOreHe3, KJIWHUYECKHE MPOSIBJEHHS
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<> In the article, a description of a clinical case of an extremely rare isolated ophthalmic form of the
Wyburn-Mason syndrome is presented. Etiology, pathogenesis, clinical picture, and diagnostic criteria

of this disease are also described.

<> Keywords: Wyburn-Mason syndrome; arteriovenous malformations; phacomatosis; Bonnet-Dechaume-
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Cunnpom YaitbepH-MelicoHa, TakxKe U3BECTHBIH,
kak cuHjapom bonne — [demoma — baanka, siBJser-
csl peikuM 3a00JieBaHUEM U3 I'pyMIbl (aKoMaTo30B,
XapaKTepU3yloUUMes HaJUuyueM apTepHOBEHO3HbIX
maabhopmanuii (ABM) B 1ieHTpasibHOH HEpBHOM
cucTeMe, KoXKe U ceTyaTKe TJiasa.

BriepBbie apTepHoBeHO3HBIE AHACTOMO3bl CET-
yatku Oblin onucanbl H. Magnus B 1874 1. [17].
B 1932 . S. Brock u C. Dyke, a takxe E. Krug
u B. Samuels netanbHo onucanu cayuai coyetanus
apTepHUOBEHO3HbIX aHACTOMO30B Ha ceTyaTke, apTe-
PHOBEHO3HBLIX MaJibhopMalMii B TOJIOBHOM MO3TY
M COCYIHMCThIX H3MEHEHHH Ha KoxKe jiniay 21-jeTHe-

ro My>kuutsl [6, 15]. OnHako nepBbIMH, KTO yCTaHO-
BUJI B3AUMOCBSI3b MEXKJYy PETHHAJbHBIMH M MHTpa-
KpanuajbHbiMd ABM, 6t B. Bonnet, J. Dechaume
u L. Blanc (1937) [4]. Yepes 6 net R. Wyburn-Mason
onyGJMKoBaJl pe3yJbTaTbl HaOJIOAEHUS 3a JeBs-
TbIO CJydassMH apTEePUOBEHO3HBIX MaJbhopMalui
B CpejlHeM MO3ry, Ha ceTtuatke H Juite [30].
Cunnpom VYaiibepH-Meiicona — upesBbluail-
HO peakoe 3aboJsieBaHue. B suTeparype omnucaHo
He 6osee 150 cayvaeB. 3aboJjeBaHue siBJSIETCS
BPOXKJIEHHON aHOMasMel. XapakTep HacJel0BaHUS,
NpepacnooKeHHOCTb 10 MoJly U pacoBOK MpUHA-
JIEXKHOCTH He ycTaHoBJieHbl. [losaratoT, yto passu-
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THE COCYIMCTOH TKaHW HapyllaeTcs NMPUOJH3UTEb-
HO Ha 7-i HejeJsie TeCTAlMOHHOTO CPOKa, TPUBOAS
K (DOPMHUPOBAHHUIO apTEPUOBEHO3HBIX MaJbdopma-
UMH r1asHoro 16J0Ka U cpeiHero mosra [27].

BerpevaeTest onucanne HeCKOJbKMX BapUaHTOB
NposiBJeHUH cHHpoMa YailbepH-MelicoHa:

+ KJacchyeckass Qopma (Hasnune ABM B 1eH-
TpaJibHOW HEPBHOW CHCTEME, HA KOXKe M ceTyaTKe
rnasa) (4, 9, 26, 30];

* HemoJiHas KJjaccuueckass Qopma (OTCYTCTBYIOT
M3MeHeHHus1 Ha Koxke) [3, 23, 26];

*  M30JIMpOBaHHasi iasHasi hopma (HaJuuKe TOJIbKO ap-
TEPUOBEHO3HBIX aHACTOMO30B ceTuaTku) [8, 22, 26];

* W30JMpoBaHHasl UepeOpasibHasi Gopma (Hasuyne
ToJ1bko ABM B 11eHTpaJibHO# HepBHOI cucTeme) [26].
3abosieBaHue JJIUTEJLHOE BPEMSI MOXKET MpPOTe-

KaTb 6eccumntToMHo. HeBposioruueckue nposiBieHust

BecbMa PasHOOGpa3Hbl B 3aBUCUMOCTH OT JIOKaJH-

3auuu, dopmbl u pasmepos ABM. BoamoxHO Ha-

JIMUHe KOTHUTUBHbBIX PACCTPOHCTB, FOJIOBHBIX O0JIEH,

SMUJENTUYECKUX MPUTIAKOB, MOPAKEHUH YepenHbIX

HepBOB [2, 7, 25, 29]. Komnpeccusi okpyrKarouux

cTpykTyp ABM MoKeT NpUBOIUTH K Pa3BUTHIO Me-

puchoKasbHOrO OTEKA BellleCTBa MO3Ta HJu cybapax-

Houaa bHbIX KpoBouaausuuil [30]. LlepebpanbHbie

ABM uatiie Bcero Jiokasn3oBaHbl B 00J1aCTH CPejiHe-

ro mosra [30]. OnHako BO3MOXKHBI U JIpyTrHe JioKa-

Ju3aluu, Hanpumep B opoute [7, 13]. OpOuranbhbie

ABM wmoryT nposiBasiThbesl B BUJIE YaCTUUHOTO TITO34.

B ciayvae pasBuTHS aHeBPU3Mbl B IVIa3HULE MOXKET

HaGJI01aTbCS MYJIbCHPYIOLLUH UK HHTEPMUTTHPYIO-

HIMH 9K30(hTasJbM, BbIpaKeHHO€e pacliupeHue KOHb-

IOHKTHBAJIbHBIX COCY/IOB, HapylleHHe MOJIBHKHOCTH

rnasHoro sioioka [19, 20].

ApTeproBeHo3Hble MaJbhopMallUK Ha KOXKe vallle
BCTpeuatoTcsi Ha Julle (111€KH, BepXHee BeKO U J100)
B BHJIE paCIIUPEHHbIX, M3BUTbIX (DHOJETOBBIX CO-
cyaucThix «3Béamouek» [1, 4, 9, 10, 16]. Onnako
B JIUTEpaType MOXKHO HAWTH OmNucaHWe aHaJjorhy-
HbIX M3MeHeHHH Ha Ty6ax, yliax M Jla’ke Ha KoxKe
BepXHUX KoHeuHocTel [4, 5, 19, 24]. Psan aBTopoB
oTMeuaeT HeOOJIblIOE YBeJUYEHHE TeMMepaTyphl,
yToJlllleHHe U OTEUHOCTh KOxKH B o6s1acti ABM [29].
N. Muthukumar et al. onucanu nynancauuio nopa-
JKEHHOTr0 ydyacTka Koxku Jjba [19].

['1asHble nposiBieHust 3a60JeBaHUsi HOCAT OJHO-
CTOPOHHMH xapakTep. OcTpoTa 3peHHUs BapbuUpyeT
ot 0,01 no 1,0. CHMKeHHE OCTPOTHI 3peHUST OTMe-
yailoT 0ObIYHO B cJydae Jiokanusaiuu ABM B 3a-
aHeM roJioce. MHorna cHuKeHHe OCTPOThl 3peHHus
BO3HUKAET y NAallMEHTOB BCJEICTBHE PA3BUTHS PETH-
HaJIbHbIX KDOBOUBJIUSHUE, TpoMO0O3a COCYI0B, OTEKA
HeHpOosMUTE/Usl CeTYaTKU B MaKyJsipHOH 00J1acTH,

NOsIBJIEHUS] HEOBACKYISIPU3ALUU U PA3BUTHUS HEOBa-
CKyJIsipHOl ryaykoMmsbl [12, 18, 21, 26, 28].

[Ipu odranbmockonuu BbISIBJASIOT 3HAUYHUTEJBHO
paclIMpeHHble, U3BUTbIE U IEperJyeTéHHbIe B BHJE
«KJYyOKa 4epBeH» COCYAbl CETUATKH, MHOXKECTBEH-
Hble apTepHOBeHO3Hble WIYHTHI. B 3To# 3oHe BO3-
MOXKHO HaJinude JuddysHoro oTéka CceTyaTKH
M HMHTpapeTHHaJbHbIX remopparuil. M3BecTtHo He-
CKOJIbKO CJIyuyaeB pasBUTHs aTPo(UU 3PUTEJBHOTO
HepBa y nauuentoB ¢ ABM B o6siacTu 3pUTEIBHOTO
TpakTa [14, 19, 29].

B siutepatype onucaHbl caydyad caMoNpoU3BOJib-
Hoil nHBoJoLIMKM ABM, B X0/1e KOTOPO# TPOUCXOASAT
o6JIMTepallisl U CKJIepO3 aHOMAJbHbIX PeTHHAJbHBIX
cocyjos [7, 11].

Jluarnos cunjppoma YaibepH-MelicoHa craButcs
Ha OCHOBAHUM Pe3yJibTaTOB MAarHUTHO-PE30HAHCHOM
tomorpaduu (MPT) ronoBHoro Mmosra u opouT B co-
CYMCTOM pexKMMe H 0(pTasbMOCKOMUYECKOH KapTH-
Hbl. J{updepenunanbiyio 1HarHoCTUKY HeOOXOMMO
npoBoAuTh ¢ cunapomom Crepazka — Bebepa, Goses-
nbto [unnens —Jlunaay n apyrumu gakomatosamu.

Enunoro nopxosa K JieueHUI0 CUHIpoMa YalOepH-
Melicona Het. JleyeHue ryiagHbiX nposiBJAeHUH 3a60-
JIeBaHUsl cumnroMatuueckoe. [lauueHThl 0JIKHBI
HAXOMUTCS MOJ AMHAMHYECKUM HaOJloleHeM Hei-
poxupypra u orasbmoJora.

ONMNCAHMNE KJINHWYECKOIO CNY4AS

B wmapre 2017 r. B KJHHUKY 0(dTalbMOJIOTUH
®Ir'bOY BO «IICII6I'MY um. akan. M.I1. [TaBaoa»
Munsnpasa Poccnn ob6paTtunach keniuua 29 jiet
C yKaJj06aMK Ha CHUXKEHHE OCTPOThI 3PEHHS TPABOTr0O
rj1asa v uckaxkenue rnpeametoB. Co CJIOB MalMeHTKH,
BBILIEOMUCAHHbIE CHMIITOMBI OHA 3aMeTHJIa B HauaJie
2017 r. I1pu ocMoTpe: 0OCTPOTA 3pEHHST C KOPPeKIHeH
npaBoro rjasa cocrasuia 0,5, seBoro rmaza — 1,0;
BHyTpHuIJazHoe aasJenue (no Icare TAOIi tonometer,
Finland) — 11 u 10 MM pT. CT. COOTBETCTBEHHO.
[lepeaHuil cerMeHT M CTEKJIOBHAHOE TeJso 6e3 H3-
MeHeHUH. [Tpn OGHOMHMKpOOdTaNbMOCKONHU JIEBOrO
rjasa MaToJIOTHUECKUX HM3MEHEHHH He BbISBJIEHO.
[Ipu 6HOMHKpPOOdTATLMOCKOMUY TIPABOTO IJ1a3a OT-
MevaeTcsi BblpayKeHHast M3BUTOCTh COCY/IOB, B 00Jia-
CTH JIMCKA 3PUTEJIbHOIO HepBa M BEPXHEH MOJOBUHE
MaKyJIsipHOH 30HbI 00JIbLIOE KOJHYECTBO TOJCTbIX,
CMJIETEHHBIX B «KJy6OK» MneTesb cocyaoB. Hekoro-
pble cocylbl UMeloT GeJiblfi 11BET, CKJIEPO3UPOBaHbI
(puc. 1).

[TatinenTKe ObIIM BBIMOJHEHBI KOMIbIOTEpHAS
nepuMeTpHs, ONTHYECKasi KorepeHTHas ToMorpadus,
datoopeciieHTHasi aHruorpadusi W aHruorpadus
C HHAOUMAHUHOM 3eJéHbIM. [lo naHHBIM KOMIbIO-
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TEPHOH TepPUMETPUH OTPeeSIOTCS pacliipeHne
CJICTIOTO MATHA U a0COJIIOTHBIE CKOTOMbBbI B HUZKHEH
IOJIOBHHE LIEHTPAJILHOrO NoJs 3peHust. Onruyeckas
KOrepeHTHasi ToMorpadusi Mo3BoJsieT BU3YyaJU3U-
poBaTh MHOXKECTBEHHbIE CpPe3bl COCYI0OB Ha YpPOBHE
BHYTPEHHHUX CJIOEB HEHPOSMUTEJIUS CeTUaTKH, yyacT-
KM JI€CTPYKILMHU MMUTMEHTHOTO 3MUTEJHSI CeTYATKH,
yBeJiMueHHe 00bEMa MaKyIspHOH ceTyaTKH (puc. 2).
Ha ¢pioopecuentHolt anrnorpadun B MaKyJ/1sipHOM
006J1aCTH BBISIBJISIIOTCS TATOJIOTMYECKH PACILIMPEHHbIE
M3BUTbIC PETHHAJIBHbIE COCY/Ibl, 10 HEKOTOPBIM M3 KO-
TOPbIX KPOBOTOK KpaiHe 3aMe/l/ieH WM OTCYTCTBYeT
(puc. 3, a). MHo)KecTBeHHble apTEPUOBEHO3HbIE aHa-
Puc. 1. ®ororpacdus raasnoro ana: 60JblI0e KOJMUECTBO PaC-  croMo03bl. Ha Kpaiineii nepudepun B BepXHEHAPY K-
HWIUPEHHDbIX, H3BHUTBLIX, HAOMHWHAIOUIUX <<Kﬂy6OK uep- o

Beit> COCY0B HOM KBaJIpaHTe oIpejesseTcss 30Ha KanuJJisipHon
Henepdysuu (puc. 3, ¢). B nozanioto dasy nabd.iona-

eTcst HeGOoJbIIoe MPOoCaUUBAHUE KpacUTe sl B MaKy-
JasipHo#t 3one (puc. 3, b). Ilo nauneim anruorpacduu
C MHJIOLLMAHHHOM 3€JIEHBIM 11aTOJOTHUYECKUX H3Me-
HEHUH B XOPHOMIAJILHOM KPOBOTOKE HeT (pHC. 4).

Fig. 1. Fundus photo: a lot of enlarged convoluted blood vessels
resembling tangled worms

IR 30° ART [HS] 00 Average Thickness [lam]

Canter: 282 pm
Central Min: 281 pm
Central Max: 450 ym
Circle Diameters: 1, 3, 6 mm ETDRS

Puc. 2. Jlannble onTHuecKoil KOrepeHTHON ToMorpaduu: yBeJuueHre TOJIHHbI HefPOSNUTE NS B 00J1aCTH COCYIUCTBIX MeTeJlb, CPesbl
COCYJIOB Ha YPOBHE BHYTPEHHUX CJIOEB HEHPO3INUTEHS (Gesible CTPEJIKH), yUaCTKH ACCTPYKLMH TTHTMEHTHOTO STTHTEJ/IHS CETUaTKH

Fig. 2. Optical coherence tomography: increased neuroepithelium thickness in the vascular loops area, vessels at the neuroepithe-
lium inner layers level (white arrows), areas of the retinal pigment epithelium destruction

Puc. 3. Hanusle dioopectienTHO! auruorpadun: a — paHHsisi BeHo3Hast pasa (28 cexynn); b — dasa peuupkyasiuuu (12 MunyT);
¢ — B M03/1HIO0 (hady Ha KpailHell nepuceput B BepxHEHAPYKHOM KBaJpaHTe 30HA KalUJLIsPHOIl Herepdysnu

Fig. 3. Fluorescein angiography: a — early venous phase (28 seconds); b — recirculation phase (12 minutes); ¢ — capillary nonper-
fusion area in the late phase at the far periphery in the upper-outer quadrant. Description in the text
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Puc. 4. Aurvorpadusi ¢ MHIOUHAHHHOM 3€JEHBIM: @ — panHsisi (asa (38-s1 cekynna); b — noazausst pasza (12 munyT)

Fig. 4. Indocyanine green angiography: a — early phase (38 seconds); b — late phase (12 minutes)

[Taunentke Obl10 pekomengoaHo MPT roJsos-

HOTO Mo3ra M opOMT B cocyauctom pexnme (MP-
anruorpadus). [lo ranubim MP-anruorpaduun nato-
JIOTHUECKHX H3MeHeHU i He BbisiBaeHo. ABM Ha Koxke
TakxKe He Obl10 oOHapyxkeHo. Ha ocHoBaHun pe-
3yJIbTaTOB 00C/Ie/I0BaHUs OblJl MOCTABJEH JIHArHO3:
Cunnpom VYaiibepu-Meiicona, n3oaupoBannas raas-
Hast opma.

HaLLl/IeHTKe BbIIOJIHEHA Jla3epHast KoaryJisiliksi CeT-

yaTKM Ha KpaiHel nepudepuu B 3oHe uilleMuu. B Ha-
crosiliee Bpemsi OOJIbHAsI HAXOAUTCS MO/ JAMHAMHUYE-
CKUM HabJitojileHHeM Hellpoxupypra v odrasbmodsiora.
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