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A case of Coats Disease presenting with Retinal Detachment in Bhutan
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ABSTRACT

Coats disease is a rare retinal disease. It is characterised by abnormal dilatation of retinal capillaries (telangiectasia) and increased
vascular permeability (intraretinal and subretinal exudation). In advanced stage of disease the patient can have exudative retinal
detachment where the retina detaches from its normal attachment. In some cases there will be secondary increase in intraocular
pressure if not treated on time. It has a unilateral presentation in most of the cases. This article describes about a four year old
boy who presented with retinal detachment due to coats disease. The patient was managed effectively with external subretinal
fluid drainage along with laser and cryotherapy. It is essential to rule out aggressive eye cancer (retinoblastoma) as both can have

similar presentation.
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INTRODUCTION

Coats disease is a rare condition.The incidence of coats disease
is 0.09 per 100,000 population'. The hallmark of coats disease is
unilateral presentation (95%) in young males (76%)*. Shields et al
defined coats disease as idiopathic retinal vascular telangiectasia
with intraretinal or subretinal exudation and without vitreoretinal
traction’. Coats disease presents with decreased vision and
strabismus in later stage of disease.The signs are leukocoria,
telangiectatic vessels in retina, retinal hemorrhages, exudation and
retinal detachment. If not treated on time it can lead to secondary
glaucoma and blindness. The staging and stage wise management
was first described in 2001 based on their experience with 150
cases’. Indirect ophthalmoscopy is the gold standard to diagnose
coats disease. If not treated early it can progress to exudative
retinal detachment and neovascular glaucoma with painful blind
eye. Enucleation is the treatment of choice for painful blind
eye**!. However, such destructive procedures can be prevented
with different treatment armamentarium like laser, cryotherapy,
intravitreal steroids and surgery>.
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We present a coats disease in a young boy with a stage
3 disease. He was treated effectively with laser, cryotherapy and
surgery. It is not reported in our country till now. It is essential
to rule out retinoblastoma before initiating any treatment as both
can have similar presentation.

CASE REPORT

A four year old boy presented with whitish mass in the black part
of the right eye for one month duration. The history was given by
his father during their visit to National Eye Center in the month
of July, 2022. On examination, the visual acuity in right eye was
hand movement and left eye was 6/6. The intraocular pressure
was 8 and 12 mm of Hg in right eye and left eye respectively.
The anterior segment examination was normal in both eyes. The
fundus examination was normal in left eye.

The right eye had total retinal detachment and retina
was almost at the level of posterior surface of lens. The vessels
were tortous and telangiectasia were noted. An ultrasound B
scan was not done as fundus was clinically visible. A computed
tomography scan of orbit was done to rule out retinoblastoma.
However, the report was not consistent with retinoblastoma.
So the patient was diagnosed as stage 3 coats disease. Stage 3
coats disease refers to telangiectasia with exudative total retinal
detachment.

The patient’s right eye (RE) underwent external
subretinal fluid (SRF) drainage along with cryotherapy and laser
therapy under general anaesthesia. He underwent trans scleral
external SRF drainage with 26 G needle with infusion from
anterior chamber maintainer. The retina settled immediately
during intraoperative procedure. The SRF was sent for cytology
to rule out any ocular malignancy. The cytology report did not
show any evidence of malignancy.
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The patient was followed up at day one and day seven.
During first followup the visual acuity in RE was 5/60. The
cornea, anterior chamber depth and lens were unremarkable.
Retina was attached though there was few pockets of subretinal
fluid at posterior pole. On follow up one week, visual acuity in

Figure 1. Fundus picture showing telangiectatic vessels
(black arrow) and exudative retinal detachment ( blue arrow)

Figure 2. External trans scleral drainage of subretinal fluid.
Infusion via anterior chamber maintainer (yellow arrow).
Sclerotomy made with 26 G needle (black arrow).Drainage
of yellowish subretinal fluid (blue arrow).( Surgery done by
Dr.Phuntsho and Dr.Sushma)

Figure 3. Retina settled intraoperatively (yellow arrow)

Figure 4. Fundus photo at 1 week followup.Retina attached

with extensive exudates (black arrow). Inferior shallow
subretinal fluid (blue arrow)

RE improved to 6/36 and retina was attached. The patient was
asked to follow up after three months but patient did not turn up
for followup.

DISCUSSION

Coats disease predominantly affects male population and it
has unilateral presentation in most of the cases'. It is staged
into five categories as stage 1 ( Retinal telangiectasia only),
stage 2 ( telangiectasia with exudation ), stage 3 ( Exudative
retinal detachment), stage 4 (stage 3 with glaucoma) and stage
5 (Advanced end stage disease)®*. The treatment is indicated
only in foveal exudation, exudative retinal detachment, leaking
vessels and neovascular glaucoma®®.

In a study by P Rishi et al, retinal attachment after
external subretinal fluid drainage along with cryotherapy was
achieved in 57%®. In our case retina was completely attached at
one week follow up but it needs long term follow up to completely
cure the disease. In some studies selective laser photocoagulation
over the telangiectatic vessels was effective in resolution of
exudative retinal detachment. By ablating the abnormal vessels
in the periphery, exudation was completely resolved by 4 weeks
to 12 months’.

In our case the procedure involved external subretinal
fluid drainage with fluid infusion via anterior chamber maintainer
along with laser and cryotherapy. It is a simple technique except
that the procedure has to been done under general anaesthesia. In
a article by Desai SR, coats disease with bullous exudative retinal
detachment was effectively managed with external subretinal
fluid drainage along with cryotherapy?®. It was a similar technique
that we have managed in our case except that we did not use
injection bevacizumab and active aspiration of subretinal fluid
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with cutter. Similarly external drainage of SRF alone versus
SRF drainage combined with pars plana vitrectomy proved more
effective in the latter option of treatment’. However in our case
external SRF drainage alone was effective in settling the retina.
It is essential to differentiate between retinoblastoma and coats
disease. Retinoblastoma will present as whitish fluffy mass in the
retina either as endophytic or exophytic growth. The ultrasound
B scan and CT scan will show hyperreflectivity due to high
calcium content of the mass. The subretinal fluid analysis will
show malignant cells in cytology. In histopathology, findings
like fleurettes, Flexner -wintersteiner rosettes and Homer wright
rosettes point towards retinoblastoma. In coats disease retinal
telangiectasia and extensive exudation are hallmark of the
disease. High calcium content and malignant cells are not seen
in coats disease.

It was never reported in our country till date. This case
report can serve as baseline reference for future research too.

ACKNOWLEDGEMENTS

I would like to thank Diagnostic unit in our National Eye Centre
for providing the beautiful images of fundus.

REFERENCES

1. B Morris, B Foot and A Mulvihill. A population-based study
of Coats disease in the United Kingdom I: epidemiology and
clinical features at diagnosis.Eye. (2010) 24, 1797-1801.
[Full Text | DOI]

2. Shields JA, Shields CL, Honavar SG, DeMirci H. Clinical
variations and complications of Coats’ disease in 150
cases:The 2000 Sanford Gifford memorial lecture. Am J
Ophthalmol.2001;131:561-71. [PubMed | Full Text | DOI]

Shields JA, Shields CL, Honavar SG, Demirci H, Cater
J. Classification and management of Coats disease; The
2000 Proctor lecture. Am J Ophthalmol. 2001;131:572-83.
[PubMed | Full Text | DOI]

Sen M, Shields CL, Honavar SG, Shields JA. Coats disease:
An overview of classification, management and outcomes.
Indian J Ophthalmol. 2019;67:763-71. [PubMed | Full Text
| DOI|

Shields CL, Udyaver S, Dalvin LA, Lim LS, Atalay HT,
Khoo CT, et al. Coats disease in 351 eyes: Analysis of
features and outcomes over 45 years (by decade) at a single
center. Indian J Ophthalmol.2019;67:772-83. [PubMed | Full
Text | DOI]

Rishi P, Rishi E, Uparkar M, Sharma T, Gopal L, Bhende P,
et al. Coat’s disease :Indian J Ophthalmol.2010;58:119-124.
[PubMed | Full Text | DOI]

Nucci P, Bandello F, Serafino M, Wilson M.E. Selective
Photocoagulation in Coats’ Disease:Ten-year Follow-up.
European Journal of Ophthalmology. 2002;12(6), 501-5.
[Full Text | DOI]

Desai SR, Dayem OA, Chakravarti A, Natarajan S. Modified
transscleral external drainage of subretinal fluid in high
bullous exudative retinal detachment due to Coats’ disease.
Oman J Ophthalmol. 2018 May-Aug;11(2):181-3. [PubMed
| Full Text | DOI]

Ucgul AY, Ozdek S, Ertop M, Atalay HT. External Drainage
Alone versus External Drainage with Vitrectomy in
Advanced Coats Disease.Am J Ophthalmol.2021;222:6-14.
[PubMed | Full Text | DOI]

20

2022 November | Vol. 8 | Issue 2


https://www.nature.com/articles/eye2010126
https://doi.org/10.1038/eye.2010.126
https://pubmed.ncbi.nlm.nih.gov/11336930/
https://www.sciencedirect.com/science/article/abs/pii/S0002939400008837
https://doi.org/10.1016/S0002-9394(00)00883-7
https://pubmed.ncbi.nlm.nih.gov/11336931/
https://www.sciencedirect.com/science/article/abs/pii/S0002939401008960
https://doi.org/10.1016/S0002-9394(01)00896-0
https://pubmed.ncbi.nlm.nih.gov/31124484/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6552590/
http://doi.org/10.4103/ijo.IJO_841_19
https://pubmed.ncbi.nlm.nih.gov/31124485/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6552575/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6552575/
http://doi.org/10.4103/ijo.IJO_449_19
https://pubmed.ncbi.nlm.nih.gov/20195034/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2854442/
http://doi.org/10.4103/0301-4738.60081
https://journals.sagepub.com/doi/abs/10.1177/112067210201200609
https://doi.org/10.1177/112067210201200609
https://pubmed.ncbi.nlm.nih.gov/29930459/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC5991058/
http://doi.org/10.4103/ojo.OJO_158_2012
https://pubmed.ncbi.nlm.nih.gov/32918903/
https://www.sciencedirect.com/science/article/abs/pii/S0002939420304992
http://doi.org/10.1016/j.ajo.2020.09.006

