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ABSTRACT

Coats’diseaseisawell-knownoculardisorder,charac-
terized by idiopathic retinal telangiectasia, retinal ex-
udation and retinal detachment.

We report on a boy who first presented at the age of
2 years with Coats’ disease and secondary neovas-
cular glaucoma. The differential diagnosis with re-
tinoblastoma could not be made clinically or with the
help of imaging studies, such as ultrasonography or
computed tomography scanning (CT-scan). The right
eye was consequently enucleated for diagnostic and
therapeutical purposes. Histopathologic examina-
tion confirmed the diagnosis of Coats’ disease.
Five years later the same boy consulted again with
profound visual loss in his only functional left eye.
Fundoscopy revealed lesions typical for Coats’ dis-
ease.

Coats’ disease can present in very different ways and
bilateral disease is possible, even after several years.

RESUME

La maladie de Coats est une maladie oculaire bien
connue associant télangiectasies rétiniennes idiopa-
thiques, exsudats rétiniens et décollement de réti-
ne.

Nous rapportons ici I'histoire d’un gargon, agé de
deux ans qui présentait un tableau atypique de ma-
ladie de Coats avec glaucome néovasculaire secon-
daire de I'ceil droit.

Le diagnostic différentiel avec un rétinoblastome n’a
pas pu étre établi sur base de I'examen clinique, de
I'échographie ou du CT-scan. Par conséquent, I'ceil
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droit a été énucléé pour des raisons diagnostiques
et thérapeutiques. L'examen histopathologique a
confirmé le diagnostic de maladie de Coats.

Cing ans plus tard, ce jeune garcon s’est présenté
suite a une baisse importante de I'acuité visuelle de
son ceil gauche. L’examen du fond d’ceil montrait des
Iésions typiques de maladie de Coats.

Ce cas clinique indigue que la maladie de Coats peut
se présenter de différentes fagons. Une atteinte bi-
latérale est possible, méme aprés plusieurs années.

SAMENVATTING

De ziekte van Coats is een bekende oftalmologische
aandoening, die gekenmerkt wordt door idiopa-
thische retinale teleangiectasieén, retinale exsuda-
ten en retinaloslating.

Een tweejarig jongetje vertoonde de ziekte van Coats
en secundair neovasculair glaucoom in het rechter
oog. De differentiéle diagnose met een retinoblasto-
ma kon noch klinisch, noch met behulp van echo-
grafie of CT-scan worden gemaakt. Het rechter oog
werd vervolgens geénucleéerd, zowel voor diagnos-
tische als voor therapeutische doeleinden. Histopa-
thologisch onderzoek bevestigde de diagnose van de
ziekte van Coats.

Vijf jaar nadien consulteerde deze jongen opnieuw
omwille van een forse visusdaling in zijn enige func-
tionele linker oog. Fundoscopie toonde letsels, ty-
pisch voor de ziekte van Coats. Dit geval illustreert
dat de ziekte van Coats zich zeer verscheiden kan
presenteren en dat bilaterale aantasting mogelijk is,
zelfs na meerdere jaren.
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INTRODUCTION

In 1908 Coats described an ophthalmologic
disease, characterized by unilateral retinal vas-
cular abnormalities and retinal exudation, which
usually occured in young males (3). In 1912
Leber reported on a condition with multiple re-
tinal aneurysms, later known as Leber miliary
aneurysms (8). In 1955 Reese considered as
first Coats’ disease and Leber miliary aneu-
rysms as a spectrum of the same disease (11).
Today Coats’ disease is a well-known ocular dis-
order, defined by Shields et al. as idiopathic re-
tinal telangiectasia with intraretinal or subre-
tinal exudation, without appreciable signs of re-
tinal or vitreal traction (14). If untreated it can
lead to total retinal detachment and secondary
glaucoma, sometimes requiring enucleation (2,
7,10, 14, 15, 18). It typically affects young
males who present with unilateral visual loss,
strabismus or leukocoria. The differential dia-
gnosis with retinoblastoma can be difficult but
is often possible by clinical examination only
(5,13, 16, 17).

We report on a boy with bilateral Coats’ dis-
ease and a very unusual presentation.

CASE REPORT

A 2 year old black boy was referred to us from
Kigali with high suspicion of a retinoblastoma
in the right eye. He presented with a 5-month
history of divergent strabismus, a 1-month his-
tory of leukocoria and a very recent onset of an
extremely painful, red right eye. He was gene-
rally unwell with loss of appetite, lethargy and
fever. His family history was negative for retino-
blastoma.

Prompt examination under general anesthae-
sia revealed a rock-hard, chemotic right eye
with clear cornea but a very flat anterior cham-
ber and a pseudohypopyon. Fundus examina-
tion through a very hazy vitreous showed a bi-
lobular mass. Fundoscopy with indentation of
the left eye was unremarkable.
Ultrasonography of the right eye confirmed the
presence of a dense intraocular mass without
calcifications.

A CT-scan of the orbits demonstrated an in-
creased density and volume of the right globe
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with anterior displacement of the lens and or-
bital cellulitis. No calcifications were seen.

A sample of blood, anterior chamber fluid, cere-
brospinal fluid and bone marrow aspiration were
examined.

As a retinoblastoma could still not be exclu-
ded, as there was no hope for visual recovery
and as the child would suffer from a blind, pain-
ful eye requiring long-term medication, the pa-
rents agreed with enucleation.
Histopathologic examination of the enucleated
eye showed a necrotic and detached retina, te-
langiectatic vessels and massive eosinophilic
subretinal fluid with lipid laden macrophages
and cholesterol clefts. All these findings were
consistent with the diagnosis of Coats’ disease
(fig. 1). There was no evidence for tumoral pa-
thology.

Five years later the same boy was again re-
ferred to us because of profoundly decreased
vision in his only functional left eye. Visual acu-
ity on Snellen chart was 0.1. Biomicroscopy of
the anterior segment showed no abnormali-
ties. Fundoscopy revealed a subretinal yellow
exudation at the posterior pole, including the
fovea, with glistening yellow cholesterol crys-
tals and telangiectatic vessels superotemporal-
ly, compatible with the diagnosis of Coats’ dis-
ease (fig. 2). Retinal indirect diodelaser was
performed to the left eye in two sessions in or-
der to salvage as much vision as possible.

DISCUSSION

The diagnosis of Coats’ disease and differen-
tial diagnosis with retinoblastoma can often be
made by clinical examination only. Both dis-
eases occur mainly in young children and can
produce retinal detachment, leukocoria and se-
condary glaucoma, but differ with regard to de-
mographics, clinical findings on ocular exami-
nation and results of imaging studies, such as
ultrasonography, CT-scan and magnetic reso-
nance imaging (5, 13, 16, 17).

In our case, however, although the mother men-
tioned a history of strabismus and leukocoria,
the boy presented to us in a very late stage of
the disease with secondary neovascular glau-
coma. Clinical examination and even imaging
studies couldn’t exclude a retinoblastoma.
Mainly an exophytic retinoblastoma with sub-
retinal fluid accumulation can mimic the ap-



Fig 1. Histopathologic slide of the enucleated right eye, showing typical findings for Coats’ disease: A: necrotic and
detached retina; B: telangiectatic vessel; C: massive eosinophilic exudate; D: cholesterol clefts.

Fig 2. Fundus photograph of the left eye with typical findings for Coats’ disease: subretinal yellow exudation at the pos-
terior pole with glistening yellow cholesterol crystals. Telangiectatic vessels, localized more in the periphery, are not
visualized on this picture.
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pearance of an exudative retinal detachment,
suggestive for advanced Coats’ disease. In our
patient, however, the pseudohypopyon, the hazy
fundoscopic appearance of a bilobular mass
and the orbital inflammation, were suggestive
for an endophytic retinoblastoma with vitreous
seeding.

The extent and severity of Coats’ disease are
known to be worse in young children, particu-
larly in those under three years of age. Second-
ary neovascular glaucoma and orbital cellulitis
are possible presenting signs in young children
or infants with Coats’ disease (6). As usual, a
young child doesn’t notice or report unilateral
gradual visual deterioration. The delay in dia-
gnosis in our patient contributed to the ad-
vanced stage of Coats’ disease with secondary
neovascular glaucoma and orbital cellulitis (2,
7, 10, 18).

Enucleation of the right eye was necessary for
both diagnostic and therapeutical purposes.
Only after histopathologic examination, the dia-
gnosis of retinoblastoma could be excluded and
the diagnosis of Coats’ disease confirmed. Enu-
cleation in young children with secondary
neovascular glaucoma is justified to spare the
child chronic pain and the chronic use of oral
and topical medication (7, 10, 15).

Coats’ disease usually occurs unilaterally (4,
12, 19, 20). In his series of 150 consecutive
patients (158 eyes), Shields et al. reported that
both eyes were affected in only 8 patients (5%).
They also stated that many reported bilateral
cases of Coats’ disease represent other condi-
tions that do not meet criteria for diagnosis, for
example Cornelia de Lange syndrome, Senior
-Loken syndrome, muscular dystrophy, retini-
tis pigmentosa and many others (14).

In bilateral cases of Coats’ disease reported by
Shields, the secondly affected eye was usually
asymptomatic and contained only subtle pe-
ripheral telangiectasia (14). In our patient, how-
ever, fundoscopy showed retinal telangiectasia
superotemporally, associated with massive in-
traretinal exudation at the posterior pole in-
cluding the fovea. Visual acuity in this eye was
consequently profoundly decreased to 0.1 on
Snellen chart.

Moreover, histopathologic examination of the
enucleated eye and typical ophthalmoscopic
findings in the fellow eye produced convincing
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evidence of the diagnosis of Coats’ disease,
meeting the criteria Shields proposed.

Long term follow-up is necessary in children
with Coats’ disease. In the first place, there can
be reactivation of apparently burnt-out lesions
(1, 20). Moreover, as in our patient, the fellow
eye is at risk for Coats’ disease as well. Re-
ports in the literature on the interval of presen-
tation and diagnosis of the secondly affected
eye are rare. In most patients with bilateral dis-
ease, the diagnosis is made on the occasion of
routine fundoscopy when the first eye is dia-
gnosed with Coats’ disease (1, 9, 14). Our
patient, however, showed an unremarkable fun-
doscopy with indentation of the left eye initial-
ly, but he presented five years later with exten-
sive Coats’ disease.

Long term follow-up, prompt diagnosis and ac-
curate treatment in an early stage are very im-
portant to save as much vision as possible in
these already visually impaired children.
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