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Abstraci - 4 22 year-old woman presented with proadunl
wisgerd lows G Reer right oeve since 19800 Medical amd family
listories were unremarkable, Her visnal geuity wos 20080 awd
20020 deoright and left eyes respectivele. Bhit lamp examination
wias grite norsal with ne relutive afferent pupillary defect,
Frordi af Bath syes revealsd seheetingl lesion with optic nerve
Reend involverment and subreting! finid in papilionacular bundle
with precnbor pucker fnoenghed eve. Whole beely MET revealed g
lare hesangioma in the spinal canal. In Y98 the puifent heid
stgatfToant visead by of both pyes, Thisv iv the fest report of Van
fippel diseye with bilateral sptic rerve hemangioma i Tran,
Actr Medica Trepien 39 (20 F2a 029 20000
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INTRODUCTION

Vono Hippel  Lindao (VHLY s ol the
phacomeatosis (17, the gene of which lies over the distal
part al the short arm of chromosome 3 (2 Patients
wsaally present with ocular complications n the second
or early thard decade; tumors may be found anywhere
in glohe from the dise 1o ora serrati. Ivolvement of
Lthe optic dise by isell ocours very rarcly (3). Whenever
lhere is only hemanguomi on the reting or oplic disc
the entity s called Won ippel disesse, but if there is
NS or viseeral hemangon or athaer malformation, i
is not called VHIE (4.
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CASE SUMMARY

A 22 year old woman was referred o my oflicg,
because o gradual visual loss of her right eye in [990.
Houtine eye examinations were done. Visoal aouily was
20080 and 20020 in her right and left eve respecteacly
wilh no relative afferent pupillary defect, In funduscopic
exam a subretinal mass was found around the optic
neree heod  of both eyes and subretinal Ouoid in
papillomacular bundle with macular pocker in the right
cyc.

Anpgiography of boh eyes was done (Fig 1) MRI
reveled hemangioma i spimal cord, ar the level of 1,
e Ly (Fgo 2) Laser spots were applied at the
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boundaries of the right eye lesion; treatment within 100
oy 200 pm of the optic nerve was not performed o
ower the chance of thermal necrosis of dise tssue, and
at Jeast L5 clock hours of the papillomaculir bondle on
the temporal  side of the spared  of
photoeoagulation. And in the fovesl side the laser spots
were within 300 wm ol foveal center, No freaiment was
done for her left eve. Despile this treatment, laser spots
wire nol effective in prevention of exudative retinal
detachment and subretinal fluid asceomualated (Fg. 3
anel after several years, the visual acuily of ber right @
hecame ML LP respectively, and fundus examnation,

disc was

revedled  bilateral exudatve retinal detachment with
neovasculir glancoma moright eve.
Optic nerve hemangioBlastoms should be

copsidered in the differential diagnosis of oplic nerae
tumors mopatients with or withoul VHL disease (5),
Angiomas  affecting the  optic nerve head  and
peripapillary reting maybe more difficull 10 recognise
of abscnee of visible allerent and  cfferent
dilated vessels (6], As o this wase, twenly percent of
these  patients will develop central nervoes sysiem
emors  (hemangioblastomas . of  the  cerehellum.
medully, pons, and spinal cord) (6] MERED screening
should be considered for wll patients with VHL gene 1o
detect the multiple lesions in this disease (7). In ML
large hemangioma in the spinal cord was detecled in
our patient. Optic dise tumors
Wisual [oss resalts from intraretinal exadation, macalar
cdema or surfuce wrinkling retinopathy (8],

Treatment s hazardous and may he associated swith
& temporary bub marked anereass in the amoant of
subretinal uid  and  occasionally may result o ihe
development ol @ 1otal retinal detachment (6], When an
ocular lesion 1§ discovered, @ syslemic workup shoekl
also e considered for possible renal cell carcinoma and

hecause

pheochromaocytoma  as well as o central pervos
system lesions (6
In  concluesion,  although aplic npervwe head

hemangioma is a rare disease, i1s o dovas
wilth no dehnite treatment, This 5 the I repart of
hilateral optic nerve head hemangioma m VHL

2 disorder
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Fig. La, Hemangioma of vight optic nerve head o red-Pree Fig. Le. Fluoracein angivgraphy ol the right eye wilh dve

piclure leakagy (room hemangioma

Fig. . Homangioma of ol aptee nerve head in red free Fig. Ld. Fluarsccin angiography of Lett cve witly dye leakage

Jreture [romm lett aple neree head



Tilateral oplic nerve Benangien

Fig 20 MILT oo spine Hemangions at the level of 7'y

Figg, 3. Floorsein angiography of the right eye with dve leakage From hemangoma amd inferior retinal detachment,
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