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Case Study

ABSTRACT

Aims: To report a series of four cases of Coats disease in black Nigerians, a rare disorder.

Study Design: A case series.

Place and Duration of Study: Retina unit of the departments of ophthalmology at the University
College Hospital, Ibadan, Oyo State and the University of Port Harcourt Teaching Hospital, Rivers
State, Nigeria. Duration of study was 2014-2018.

Methodology: Case folders of patients who presented to the retina units of the University College
Hospital Ibadan, University of Port Harcourt Teaching Hospital and a peripheral eye hospital
between 2014 and 2018, were reviewed. Data collected includes age, sex, presenting visual acuity,
findings on fundus examination and reports of ancillary tests.

Results: Four eyes of 4 patients were reviewed. There were 2 males and 2 females. 3 of the four
cases were found in children while one case presented in adulthood. All eyes presented with
profound visual loss with uniocular presentation and exudative retinal detachments at the late
stages, with poor visual prognosis.

Conclusion: Coat’s disease though an uncommon ocular disorder in Nigeria, does exist and may
have been underdiagnosed or misdiagnosed. Routine examination of children is pertinent in early
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may lead to more case findings.

diagnosis and prompt treatment to save vision and a good knowledge of its clinical presentation

Keywords: Coats disease; leucocoria; retinal telangiectasia; sub-retinal exudates; retinal detachment;

Nigeria.
1. INTRODUCTION

Coats’ disease is a rare, idiopathic ocular
disorder resulting from abnormal development of
the retina vasculature [1]. It is characterized by
progressive intra retinal and sub retinal
exudation, retinal hemorrhages and retina
telangiectasia [1-4]. The disease was first
described in 1908 by George Coats a Scottish
ophthalmologist who observed retina fluid
accumulation and exudates with aneurysms in
young male patients [5]. The exact etiology
remains unknown, however mutations in the
retinal proteins NDP are believed to exist in
diseases involving retinal vasculogenesis [6].
Most cases however are believed to occur
sporadically with no specifically identified
hereditary pattern. The pathological processes
involved, includes a breakdown of the blood
retinal barrier of the endothelial cells and loss of
pericytes leading to leakage of lipid rich exudates
and formation of aneurysms [7,8].

Coats’ disease commonly occurs in childhood
between the ages of 5-16, presenting more in the
first decade [2,4]. However a few presentations
in adults have been reported [9,10]. It is more
common in males and is usually unilateral
[2,11,12]. Presentation is usually protean with the
most common being decrease in Vvision,
strabismus and leukocoria [2,4,11-13].

Treatment in the past involved basically the use
of ablative lasers but in the last decade the use
of anti -vascular endothelial growth factors has
emerged as a promising modality of treatment as
well [14,15].

To the best of our knowledge, Coats’ disease
has not been reported before in a Nigerian child,
though Mahmoud et al reported a case of a man
with the disease [9]. Our aim in this series,
therefore is to report four cases of Coats disease
seen in four Nigerians.

2. PRESENTATION OF CASES
2.1 Case Reports
21.1 Case 1

A 12 year old girl presented in the retina clinic of
a tertiary hospital with complaints of poor vision

in the right eye since childhood. Systemic history
was unremarkable. Visual acuity at presentation
was ‘Light perception on the Right eye and 6/6
on the left with a right exotropia. Intraocular
pressure in both eyes was within normal limits.
There was a relative afferent pupillary defect
(RAPD). Fundoscopy revealed a leukocoria in
the right eye and massive exudation with retinal
haemorrhages and telangietatic vessels. This
was classified as a Stage 3A disease [16]. The
differential diagnosis considered in this case
included retinopathy of prematurity and toxocara
canis. The lack of a history of low birth weight
and supplemental oxygen administration and the
unilateral nature ruled out the former and in the
latter, there was no history of contact with an
infected animal.

Intravitreal Avastin was offered however the
patient was lost to follow up.

2.1.2 Case 2

A 25 year old man presented to the retina clinic
of a tertiary facility with a history of poor vision
since childhood in the right eye. There was no
associated systemic disease. Visual acuity
assessment was ‘Counting Fingers’ in the right
eye and 6/6 in the left eye. The intraocular
pressure in both eyes was within normal limits.
The left eye was essentially normal, however
pupillary examination of the right eye revealed a
subtle RAPD. Fundoscopy of the right eye
showed subretinal exudation with dilated vessels.
The left eye was within normal limits. We
classified this as a Stage 3A disease [16].
Familiar exudative vitreoretinopathy (FEVR) was
a differential in this case but the presentation
was unilateral.

2.1.3 Case 3

A 9 year old boy was referred to the retina clinic
of a peripheral hospital from the general
ophthalmology clinic with complaints of poor
vision in the right eye of 2 years duration with a
positive history of nyctalopia. Systemic history
was unremarkable.

Presenting visual acuity in the Right eye was
‘Perception of Light’ with good light projection in
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Fig. 1. Patient 1 with Leucocoria, massive exudation and haemorrhage

all quadrants and 6/5 in the left eye. The
intraocular pressure was 12 mmHg in the right
eye and 14 mmHg in the left eye. The globe was
normal in both eyes with no strabismus. Other
findings in the left eye were generally
unremarkable and findings were limited to the
right eye only. There was a relative afferent
pupillary defect. The lens was clear with no
opacity. There was xanthocoria from a shallow
retinal detachment and extensive subretinal
exudates with an area of telangiectasia in the
inferotemporal quadrant. Optical coherence
tomography showed intraretinal and subretinal
exudates and a B scan ultrasonography showed
a shallow retinal detachment. According to
Shield’s classification, this patient was classified
as stage 3A. The differential diagnosis here
included retinopathy of prematurity and
retinoblastoma. However, history and
ultrasonography ruled these out.

The modalities of treatment offered to the patient
included intravitreal injection of an anti vascular
endothelial growth factor agent with a follow up

fundus fluorescein guided laser
photocoagulation. Patient however was lost to
follow up and returned 6 months later with a
visual acuity of ‘no perception of light’.

Fig. 2. Fundus picture of patient 2 showing
sub- retinal exudation

2.1.4 Case 4

The last case in our series is a 14 year old girl
who presented with a one year history of

Fig. 3. Fundus picture of patient 3 showing extensive subretinal exudation. OCT showing
intraretinal, subretinal exudation and retinal detachment. Bscan showing retinal detachment B
scan of patient 3 showing retinal detachment
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Fig. 4. Fundus picture of Patient 4 showing massive retina exudates and Bscan on the right
showing sub retinal exudates

Table 1. Patients baseline data and classification of four eyes of four patients

Patient Age Sex Eye Initial Presenting Classification Planned
BCVA complaint treatment

1 12 Female Rt LP Loss of vision,  Stage 3A Anti -Vegf
Leucocoria

2 25 Male Rt CF Loss of vision Stage 3A Anti -Vegf

3 11 Male Rt LP Loss of vision Stage 3 A Anti-Vegf/Laser

4 14 Female Lt LP Loss of vision, Stage 3 A Anti Vegf
strabismus

KEY: Rt- Right eye, Lt- Left eye, BCVA- Best corrected visual acuity, LP — Light Perception
Anti- Vegf- Anti vascular endothelial growth factor, Classification of Coats disease [16]

uniocular loss of vision and strabismus in the left
eye. Examination revealed a presenting VA of
6/5 in the right eye and ‘Light perception’ in the
left eye. The right eye was unremarkable. There
was 30 degrees exotropia with a relative afferent
pupillary defect in the left eye. Fundus
examination of the left eye revealed widespread
retinal exudation. Ocular B-scan revealed a
shallow retinal detachment with subretinal
opacities. Case 4 was also classified as a stage
3A disease [16]. Differential diagnosis
considered here was FEVR but the presentation
in our patient was unilateral.

In all our cases we were unable to examine other
members and perform chromosomal studies.

Table 2. Classification of Coats Disease [16]

Stage Findings

1 Retinal vessel telangiectasia and aneurysm
2A Exudate, extra foveal

2B Exudate, foveal

3A Subtotal exudative retinal detachment

3B Total exudative retinal detachment

4 Secondary glaucoma

5 End- stage (pre-phthisis disease)

3. DISCUSSION

Most cases of Coats disease reported in
literature are in Caucasians or Asians. Only one
case has been reported in Nigeria and one in

Tanzania [9,17]. The 4 cases presented here
seen in black Nigerians, are in keeping with the
diagnosis of Coats disease and seen over 4
years. Though Coats’s disease commonly occurs
in childhood, adult onset has been reported [10].
Our patients were within the age range of 12-25
years. The second patient in our series was an
adult but had a history of poor vision since
childhood so he could fall within the typical
pattern of presentation had he presented earlier.

Coats disease is reported to be commoner in
males with a ratio of 3:1 and a unilateral
presentation in 95% of cases [2,18,19]. The 4
cases in our series had an equal sex distribution
and the disease was unilateral in all cases with
the contralateral eye in very good ocular health.

Fundus examination in all four cases revealed
widespread retinal exudation with retinal
telangiectasia, aneurysm (light bulbs) typical of
Coats disease [2,13,16,19,20].

The diagnosis of Coats disease is largely done
from clinical examination though some ancillary
test may be required to confirm the diagnosis.
Ocular B scans in our 3 and 4™ cases showed
exudative retinal detachments and sub retinal
exudates respectively (Figs. 3 and 4) which were
consistent with the findings on fundoscopy. The
OCT picture showed in Fig. 3 revealed intra
retinal and sub retinal exudates.



The most recent classification Coats disease by
Shields et al. was used in our series and all four
patients were classified as Stage 3A [16].
Perhaps the late stage at presentation is a factor
that points to an underdiagnosis of this disorder
which may not be such a rarity after all in
Africans. Indeed some may have been
misdiagnosed as retinoblastoma and managed
as such as was the case in the report from
Tanzania [17].

Like other retinal vascular diseases, the
armamentarium of treatment for Coats disease
has also expanded to include the use of anti-
vascular endothelial growth factors. Other
modalities of treatment used in the past include
cryo therapy, laser photocoagulation, scleral
buckling and pars plana vitrectomy [9,14,15,21].
Studies have shown success in terms of
regression of the subretinal fluid and re
attachment of the retina with the use of anti
Vegfs alone or in combination with other
treatment modalities [9,14,15,21].

All our patients were offered intravitreal
antiVegfs, as an initial form of treatment,
however none of them took up the treatment.
Subsequent treatment would have been
based on our findings after administration
of the ant- Vegfs. AntiVegf was offered despite
the poor prognosis for vision, to down
regulate the vegf load and cause regression
and prevent neovascularization and Phtisis
bulbi.

4. CONCLUSION

Coat’s disease though an uncommon ocular
disorder in Nigeria, does exist and may have
been underdiagnosed or misdiagnosed. Routine
examination of children is pertinent in early
diagnosis and prompt treatment to save
vision and a good knowledge of its clinical

presentation may lead to more case
findings.
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