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Wyburn-Mason is a rare vascular disorder, comprised of arteriovenous
malformations (AVMs) of the midbrain and retina. It can cause visual
symptoms depending on its localization and extension. Vitreous and
intraretinal hemorrhage and neovascular glaucoma have been previously
described. A case of rhegmatogenous retinal detachment in a patient
with Wyburn-Mason syndrome is described. A 27 year-old woman
previously diagnosed with Wyburn-Mason syndrome, sought attendance
with sudden low vision in right eye 3 months before. She presented
moderate vitreous hemorrhage and retinal detachment with a superior tear.
She underwent a successful posterior vitrectomy with implantation of
silicone oil, with reattachment of the retina. Rhegmatogenous retinal de-
tachment in a patient with Wyburn-Mason syndrome has been not pre-
viously described in the literature. Vitrectomy in this case present chal-
lenges related to intraoperatory bleeding risk, to a posterior pole tear among
AVMs and the difficulty of obtaining free retina for photocoagulation.

ABSTRACT

RELATOS DE CASOS

INTRODUCTION

Wyburn-Mason syndrome (WMS), also known as the Bonnet-Dechau-
me-Blanc syndrome, is a rare phakomatosis characterized by congenital
ipsilateral retinal, brain (usually midbrain), and, less frequently, facial an-
giomas(1). It is a congenital, nonhereditary condition, without gender or
race predilection. Bonnet et al. first noted the combination of retinal and
intracranial AVMs in 1937(2), but the eponym derives from the more compre-
hensive report of Wyburn-Mason of 27 cases with retinal AVMs, 22 of
whom also had intracranial AVMs(3). The condition results from a distur-
bance in the embryologic development of the vascular mesoderm(4). AVM
or racemose hemangioma consists of a markedly dilated and tortuous ar-
teriole contiguous with a similar vein involving the optic disc and retina(5).
They usually remain stable and fluorescein angiography typically shows a
rapid transit of dye through the lesion without leakage(6).

CASE REPORT

A 27-year-old woman sought attendance with sudden low vision in
right eye 5 months before. She referred low vision in this eye since child-
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hood and brought a fundus photograph showing enormously
dilated vascular loops and fluorescein angiogram exam done 1
year before showing rapid transit of dye through the lesion
without leakage (Figure 1).

Visual acuity was counting fingers at 2 meters in the right
eye and 20/20 in the left eye. Both eyes were emmetropes and
presented no anterior segment abnormalities. Right eye pre-
sented moderate vitreous hemorrhage and retinal detachment

Figure 1 - Fundus photograph (A) showing enormously dilated vascular loops and fluorescein angiogram exam (B) done 1 year before showing
rapid transit of dye through the lesion without leakage
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with a small peripheral superior tear and left eye fundus was
normal.

She underwent a successful 23-gauge posterior vitrecto-
my. A posterior pole hole was found during the procedure and
air-fluid exchange was performed with no use of perfluorcar-
bon and subretinal fluid was passively drained through the
holes, followed by endophotocoagulation and silicone oil
implantation through one sclerotomy converted to 20-gauge
(Figure 2).

In 3-month follow-up, the retina remains attached, and
visual acuity is 20/200.

DISCUSSION

AVMs are usually considered to be stable retinal lesions.
Low vision in Wyburn-Mason syndrome is usually due to AVMs

Figure 2 - Intraoperatory images, showing vitreous hemorrhage removal (A), air fluid exchange and passive endodrenage through peripheral
hole (B) and posterior pole hole (C) and silicone oil implant (D)
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of anterior visual pathway(7). Previously described complica-
tions of retina AVMs include intraretinal macular hemorrhage,
central and peripheral retinal vein occlusions, neovascular glau-
coma, and vitreous hemorrhage(8).

Such complications are related to high blood flow due to
direct connection of the major vessels without capillary inter-
position. The veins are exposed to arterial blood pressures
due to the lack of capillaries. Turbulent blood flow and vessel
wall damage may result, which can lead to thrombosis and
vessel occlusion(5).

Our patient presented large retinal vascular AVMs of most
parts in the fundus with enormously dilated vascular loops,
previously described as “bag of worms”. The veins were so
severely engorged and tortuous that the disk was almost com-
pletely obscured. It has been noted in postmortem observa-
tions that these vessels in the posterior segment touch at
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points the pigment epithelium or the choroid’s lamina vitrea -
and conversely, protrude far into the vitreous cavity(9).

The hypothesis to the relationship between retinal AVMs
and retinal detachment development in our case are:

- Increased retinal venous pressure, increased turbulence
of blood flow, decreased retinal arterial pressure and,
finally, decreased perfusion of adjacent retinal tissues
are probably related to AVMs blood flow(8). The con-
sequent retinal ischemia may have lead to retinal holes
formation.

- The first event would have been vitreous hemorrhage,
as previously described in the literature, and the long-
standing hemorrhage contracted and caused the holes.

Vitrectomy in this case presented some challenges. In-
traoperatory bleeding risk was prevented with low aspiration
rates and careful detachment of posterior hyaloid. In case of
bleeding, it should be promptly controlled with increase of the
vented gas forced infusion (VGFI) pressure and endodiather-
my. Perfluorcarbon could not be used because of difficulty of
visualization of optic nerve head to its removal and posterior
pole hole. The hole among AVMs caused difficulty of ob-
taining free retina for photocoagulation, which lead to the
need of using silicone oil as intraocular tamponade.

RESUMO

A síndrome de Wyburn-Mason é uma desordem vascular rara,
caracterizada por malformações arteriovenosas (MAV) do me-
sencéfalo e retina. Pode causar sintomas visuais por sua loca-
lização e extensão. Hemorragia vítrea, intrarretiniana e glau-
coma neovascular já foram descritos. Descreve-se um caso de
descolamento regmatogênico de retina em uma paciente com
síndrome de Wyburn-Mason. Uma paciente feminina de 27
anos com diagnóstico prévio de síndrome de Wyburn-Mason
procurou atendimento com queixa de baixa acuidade visual
súbita no olho direito há três meses. Apresentava hemorragia
vítrea moderada e descolamento de retina com rotura superior.
Foi submetida a vitrectomia posterior com implante intravítreo

de óleo de silicone, com reaplicação da retina. Descolamento
regmatogênico de retina em paciente com síndrome de Wy-
burn-Mason não havia sido previamente descrito na literatu-
ra. A vitrectomia nesse caso apresentou dificuldades relacio-
nadas ao risco de sangramento intraoperatório, à presença de
rotura no polo posterior entre as MAVs e à dificuldade de ob-
tenção de retina livre para fotocoagulação.
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