CASE REPORT

Epiretinal membrane formation associated with idiopathic macular telangiectasia:

case report

Formacgdo de membrana epirretiniana associada a telangectasia macular idiopdtica: relato de caso
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ABSTRACT

A 46-year-old woman complained of blurred and distorted vision in both eyes.
Ophthalmic examination showed that visual acuity was 20/200 for the right eye
and counting fingers left eye. Fundoscopy revealed perimacular hemorrhages,
aneurismal dilatation of the vessels in the posterior pole, and a white and elevated
lesion adjacent to vascular changes. We report a case of idiopathic macular telan-
giectasia and epiretinal membrane that occurs concomitantly. To our knowledge,
this is the first report that describes an association between idiopathic macular
telangiectasia and epiretinal membrane formation.
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RESUMO

Paciente feminina de 46 anos apresentando queixa de embacamento visual e visdo
distorcida em ambos os olhos. Ao exame oftalmoldgico, sua acuidade visual era
20/200 no olho direito e conta dedos a 5 metros no olho esquerdo. A fundoscopia
revelou hemorragias perimaculares, dilatagdo aneurismdtica dos vasos no polo
posterior e uma lesdo elevada e esbranquicada ao lado das alteragées vasculares.
Relatamos um caso de telangectasia macular idiopdtica e membrana epirretiniana
que ocorreram concomitantemente. Até o momento, ndo existem relatos de asso-
ciagdo entre telangiectasia macular e membrana epirretiniana.

Descritores: Telangiectasia; Membrana epirretiniana, Retina/citologia; Técnicas de
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INTRODUCTION

Macular telangiectasia (MacTel), also known as idiopathic juxta-
foveolar telangiectasia, is a rare ocular disease that can lead to legal
blindness. This disease is characterized by abnormal retinal vascular
dilatation and vessel dysfunction.

Thetermidiopathic parafoveal telangiectasia (IPT) was introduced
by Gass and Oyakawa in 1982, Based on clinical findings, high-speed
indocyanine green angiography, optical coherence tomography
(OCT), and demographics, Yanuzzi et al. proposed a classification into
type | - telangiectasia Coats aneurismal type, and type Il - perifoveais
telangiectasias?. The type 2 is the most common form, occurring in
the fifth or sixth decade of life in both sexes, usually bilateral, with
progressively detereorating visual acuity®.

The epiretinal membrane (ERM) arises from defects in the internal
limiting membrane that allows the migration of the retinal glial cells
and subsequent proliferation and contraction on the inner retinal
surface®. To date, the association between idiopathic macular telan-
giectasia and ERM formation has not been reported. This case report
aims to describe the case of a patient with ERM secondary to macular
telangiectasia.

CASE REPORT

The patient was a 46-year-old female with complaints of blurred
and distorted vision in both eyes. She had been reporting these
symptoms for 2 years. She had no history of any laser treatment,
topical medication, or intraocular surgery. She had a history of hyper-
tension and non-insulin dependent diabetes mellitus of 4 months

duration, both of which were controlled medically. She had no history
of diabetic or hypertensive retinopathy.

On examination, her vision with correction was 20/200 for the
right eye, counting fingers 5 meters left eye, with normal intraocular
pressure, normal results of papillary examination, and a slit-lamp bio-
microscopy results that revealed significant initial bilateral nuclear
cataracts. Ocular motility was normal in both eyes.

Fundoscopy revealed a clear vitreous, attached retina, optical disc
stained, and hard drusen in the posterior pole. Perimacular hemorrha-
ges and aneurismal dilatation of the vessels were evident (Figure 1). A
white and elevated lesion, with wrinkling of the retina was found adja-
cent to vascular changes (Figure 1). Optical coherence tomography
(OCT) revealed loss of foveal depression and hyper-reflective areas in
the inner layers of the retina, suggesting ERM formation (Figure 2).
A cavity between the outer layers of neurosensorial retina, atrophy
of the photoreceptor layer, and integrity of retinal pigment epithe-
lium (RPE) were also noted. Fluorescein angiography (FA) revealed a
localized area of hyperfluorescence with telangiectasia of capillaries
located inferotemporally to the fovea (Figure 3). These features were
evident during the late stages of FA due to active leakage of dilated
juxtafoveal capillaries (Figure 4). The patient maintains regular annual
follow-up.

DISCUSSION

ERM, whose incidence increases with age, occurs in approxima-
tely 6% of the patients over the age of 60°. ERMs can be idiopathic
or secondary to an initiating event. It is thought that most idiopathic
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Figure 1. The fundoscopy revealing hard drusen in the posterior pole, aneurismal dilatation of parafoveal vessels and epiretinal membrane.

Figure 2. OCT revealing loss of foveal depression, cavity between outer layers of neurosensorial retina and hiperreflective areas suggesting epiretinal membrane.

Figure 3. Early stage of FA demonstrating hyperfluorescence with telangiectasia of capillaries located inferiorly temporally to the fovea.

Arq Bras Oftalmol. 2014,77(4):264-6 265



EPIRETINAL MEMBRANE FORMATION ASSOCIATED WITH IDIOPATHIC MACULAR TELANGIECTASIA: CASE REPORT

Figure 4. Late stage of FA with increase of hiperfluorescence and leakage of juxtafoveal capillaries.

ERMs originate from fibroglial proliferation on the inner surface of the
retina secondary to a break in the inner limiting membrane (ILM) that
occur during posterior vitreous detachment. Secondary ERMs result
from an already existing ocular pathology such as central or branch
retinal vein occlusion, diabetic retinopathy, uveitis, and retinal breaks
with or without detachment. Glial cells, RPE cells, and myofibroblasts
are shown to be involved in ERM formation.

Yannuzzi et al, classified macular telangiectasias (MacTel) into
two types. Type 1 is the aneurismal telangiectasia. This involves pre-
dominantly unilateral telangiectasia, mostly in men, with aneurysms
of various sizes. Type 2 is the perifoveal telangiectasia. This involves
bilateral telangiectasia, which is limited to the perifoveolar area,
without visible aneurysms and is associated with subretinal neovas-
cularization (SRN). Nonproliferative perifoveal telangiectasia refers to
exudative telangiectasia and foveal atrophy. Proliferative perifoveal
telangiectasia refers to proliferative changes with SRN and fibrosis®.

The cause of MacTel type 2 is not known and no treatment exists
to prevent the progressive loss of central vision that often occurs in
patients with this disease. MacTel type 2 is also characterized by a
loss of macular transparency, superficial white crystals, depletion of
macular pigment, and progressive foveal thinning"”. In MacTel type
2, the primary defect is located in the Mller cells or neural cells. The
Muller cells regulate capillary endothelial function and metabolism
of adjacent cells. Degeneration of Mdller cells could cause rupture
of the blood-retina barrier in parafoveal capillaries, causing edema.

Ithas been reported that depletion of the macular pigment (most
pronounced alterations occur in the temporal perifoveolar region) is
a specific and early clinical feature of MacTel type 2. This depletion
is associated with a reduction in the number of Muller cells®.

Muller cell degeneration may explain the ILM drape, cavities within
the inner neural retina that commonly are found in MacTel type 2@, as
well as the loss of macular pigment. We hypothesized that dysfunction
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of Muller cells might lead to ERM formation. It is also possible that
MacTel alters the relationship between the hyaloid face and the ILM,
thus collaborating in patoghenesis of ERM. It was postulated that
chronic exudation caused a change in the vitreous configuration,
with secondary vitreomacular traction and ERM formation?.

In summary, the present case demonstrates that MacTel and ERM
may occur concomitantly.
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