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Idiopathic dilated episcleral vessels (Radius-Maumenee syndrome): case report

Dilatagdo idiopdtica dos vasos episclerais (sindrome de Radius-Maumenee): relato de caso
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ABSTRACT

Radius-Maumenee syndrome comprises idiopathic dilated episcleral vessels that
are usually associated with glaucoma. The case described herein is of a male
patient, 69 years old, with chronic dilation of the episcleral vessels and glaucoma
in his left eye, with no history of systemic disease. Visual acuity and fundoscopy
were normal in both eyes. Tonometry measured 14 mmHg in the right eye and
25 mmHg in the left. Computed tomography angiography (CTA) was negative for
carotid-cavernous fistula. The intraocular pressure of the left eye decreased to
20 mmHg with clinical treatment without regression of episcleral venous dilation.
Trabeculectomy normalized the intraocular pressure and reduced the vessels.
There was choroidal effusion on day 16 of the postoperative period, which resol-
ved with corticosteroids. Although choroidal effusion can occur, the efficacy of
trabeculectomy in controlling glaucoma and the reduction of episcleral vessels
are clearly demonstrated.
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RESUMO

A sindrome de Radius-Maumenee consiste na dilatagdo idiopdtica dos vasos epis-
clerais geralmente associada ao glaucoma. Descreve-se o caso de paciente mas-
culino, 69 anos, portador de dilatagéo crénica dos vasos episclerais e glaucoma do
olho esquerdo, sem histérico de doenga sistémica. A acuidade visual e fundoscopia
apresentaram-se normais em ambos os olhos. A tonometria mediu 14 mmHg no olho
direito e 25 mmHg no esquerdo. A angiotomografia foi negativa para fistula caroti-
deo-cavernosa. A pressdo intraocular do olho esquerdo diminuiu para 20 mmHg com
tratamento clinico, sem regressdo da dilatacdo venosaepiscleral. A trabeculectomia
normalizou a pressao intraocular e reduziu os vasos. Houve efusdo coroidianano 162
dia de pos-operatdrio que regrediu com corticoterapia. Emborapossaocorrer efuséo
coroidiana, destaca-se a eficdcia da trabeculectomia no controle do glaucoma e na
reducdo dos vasos episclerais.

Descritores: Anormalidades do olho/diagndstico, Glaucoma de angulo aberto/
cirurgia; Saude ocular; Esclera/irrigacdo sanguinea; Pressdo venosa,; Sindrome;
Varizes; Angiografia; Processos fisiolégicos oculares; Humanos, Masculino, Idoso;
Relato de caso

INTRODUCTION

Radius-Maumenee syndrome was identified for the first time in
1978 by the two ophthalmologists who gave their names to the
disease'. The characteristic clinical picture of this syndrome is idio-
pathic dilated episcleral vessels associated with increased intraocular
pressure.

The authors!” presented a report of four cases of idiopathic di-
lated episcleral vessels in the absence of carotid-cavernous fistulas,
obstructive orbital lesions or hemangiomatosis, which at the time
were the diseases that explained such occurrences. Three of the four
patients presented with increased unilateral intraocular pressure,
corresponding to unilateral open-angle glaucoma. In these patients,
intraocular pressure was controlled by surgery. The authors hypothe-
sized that a congenital vascular anomaly was the cause of this ocular
manifestation. Subsequently, other cases have been published, with
several theories seeking to explain the occurrence of the syndrome.

This manuscript describes the case of a patient with Radius-Mau-
menee syndrome whose glaucoma and episcleral dilation were con-
trolled by trabeculectomy.

CASE REPORT

A male patient, aged 69 years old, was admitted to the ophthal-
mology service with chronic hyperemia of the left eye, which was
unresponsive to medical treatment, without other ocular symptoms
(Figure 1). He had normal cranial tomography. In his first assessment
in 2008, the patient presented with 20/20 visual acuity bilaterally and
with normal fundoscopy, without dilation or increased tortuosity of
the retinal vessels, as demonstrated by retinography (Figure 2). The
intraocular pressure measurement was 14 mmHg in the right eye
and 25 mmHg in the left eye, which had dilated episcleral vessels.
Biomicroscopy of the left eye showed increased tortuosity and ve-
nous engorgement of the conjunctiva and episclera. The patient was
treated with antiglaucoma eye drops, which reduced the intraocular
pressure to 20 mmHg. The episcleral vessel dilation persisted, and CT
angiography, obtained to investigate the possibility of arteriovenous
fistula, was negative (Figure 3).

Due to the presence of glaucoma, tortuosity, episcleral venous
engorgement and negative tests for other possible diseases, the
clinical diagnosis of idiopathic dilated episcleral vessels (Radius-Mau-
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menee syndrome) was confirmed in the left eye, and as a treatment
option, a trabeculectomy was performed. On the first day of the pos-
toperative period, the intraocular pressure decreased to 9 mmHg.
Episcleral vessels showed gradual regression in the days that follo-
wed. However, on the 16™ day after surgery, choroidal detachment
occurred, which was completely reversed using systemic and topical
steroids. After stabilization, the intraocular pressure remained at
12 mmHg and the visual acuity at 20/20, with complete regression

Figure 1. Clinical appearance of the eyes in the preoperative showing episcleral dilated
veins of the left eye (B).

Figure 2. Retinography of the left eye showing uremarkable fundoscopy of the left eye.
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Figure 3. CT Angiography within the normality.
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of the signs and symptoms caused by the dilated episcleral vessels
(Figure 4).

DISCUSSION

Increased intraocular pressure, which is often associated with
ocular injections and dilated episcleral vessels, can occur for several
reasons, arteriovenous fistulas being the most common. However,
the discovery of Radius-Maumenee syndrome, an unusual clinical
picture that presents identical symptoms, means that its inclusion
among differential diagnoses should always be considered.

The diagnosis of Radius-Maumenee syndrome is based on clini-
cal findings characteristic of episcleral vessel dilation and increased
intraocular pressure, corresponding to a picture of open-angle glau-
coma. In this case, arteriography was used to detect the presence of
arteriovenous fistulas, which are the most common cause of dilated
episcleral vessels?, but the result was normal. Other tests, including
neuro-imaging examination, orbital venography and angiography,
were also negative. Although the pathogenesis of this condition re-
mains obscure, it is believed that the presence of abnormal pressure
in blood drainage could explain the emergence of the condition®.
One hypothesis to explain the difficulty of venous return involves the
hyalinization of Schlemm’s canal, which causes distal obstruction of
the anterior chamber®.

Radius-Maumenee syndrome thus occurs due to a poor venous
drainage of ocular episcleral vessels. The difficulty in establishing an
early diagnosis can cause negative effects on visual function in the
affected eye due to anincrease in secondary intraocular pressure and
its consequent damage to the optic nerve®.

Intraocular pressure is dependent on the rate of aqueous humor
production and drainage of the episcleral veins. Increased intraocular
pressure and visual field loss due to optical impairment can be the
result of the increased pressure of these vessels®. Possible causes
include venous obstructions (venous sinus thrombosis and superior
vena cava syndrome), arteriovenous shunts or fistulas, Sturge-Weber
syndrome, scleritis, orbital diseases related to thyroidopathy and
orbital tumors. Radius-Maumenee syndrome presents as an uncom-
mon entity with a characteristic clinical presentation, and therefore,
it should be included among diagnostic possibilities. The finding of
episcleral vessel dilation in non-inflamed eyes constitutes a warning
to the ophthalmologist of possible glaucoma®.,

Glaucoma surgeries, such as trabeculectomy, sclerectomy and
sinusotomy, performed at the appropriate time, can provide good
treatment results, although they do not always result in the reduc-
tion of episcleral vessels”. During the postoperative period, as in this
case, there can be more frequent choroidal effusion than normal®.
Sinusotomy is a surgical procedure effective in treating Radius-Mau-
menee syndrome, and its early realization prevents damage to the
optic nerve®9,

This report highlights the need to investigate the diagnosis of
Radius-Maumenee syndrome in patients with glaucoma and epis-
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Figure 4. Clinical appearance of the preoperative (A) and eight months after surgery (B)
showing the reduction of the episcleral veins.



cleral vessel dilation, as well as the benefits of glaucoma surgery in
the resolution of clinical symptomes, although choroidal effusion can
occur in the postoperative period.
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