Denouement and Comment
Anterior Chamber Cholesterolosis in Coats Disease

T

he patient was diagnosed with anterior chamber cholesterolosis secondary to Coats disease.
Coats disease is an idiopathic sporadic condition typified by retinal vascular telangiectasia and subretinal lipid exudation, which can lead to secondary retinal detachment. It occurs more commonly in males (76%)
and is almost always unilateral (95%).1 Coats disease can
occur at any age but the majority of cases are diagnosed
in the first 2 decades of life.1 There are no documented
systemic associations with classic Coats disease. In the
Figure, A and B, the retina is detached and can be seen
through the pupil just posterior to the lens. Inferiorly,
the characteristic vascular telangiectasia is visible. In this
case, the diagnosis of Coats disease was made at the initial presentation based on the presence of vascular telangiectasia and the absence of intraocular calcification.
Cholesterolosis is believed to result from the breakdown and crystallization of intraocular red blood cells
as well as transvascular exudation of lipids. Anterior segment cholesterolosis has been documented after severe
trauma, chronic inflammation, and chronic retinal detachment.2 It can also occur as a result of hyphema or
vitreous hemorrhage, neither of which were found in our
patient.3 In a large series of 158 eyes with Coats disease,
only 3% had anterior segment cholesterolosis.1 In Coats
disease, the subretinal exudation characteristically contains lipid-laden macrophages and cholesterol clefts.1 The
exudation can escape into the vitreous and anterior chamber by either transudation or through undetected retinal holes, where it is seen as small, freely mobile, yellow
refractile crystals (Figure, C and D)4,5
Although Coats disease is relatively rare, it is the most
common condition in the differential diagnosis of suspected retinoblastoma.6 The presenting signs of Coats disease typically include decreased visual acuity (43%), strabismus (23%), and leukocoria (20%).1 Treatment is
determined by the stage and severity of the disease. Laser photocoagulation and cryotherapy are used to ablate
peripheral telangiectasias associated with exudative retinal detachment in an effort to minimize foveal involvement and maximize visual acuity. Patients with mild disease and minimal exudation are observed and patients
with markedly advanced disease typically show visual acuity loss despite successful therapy.
Intraocular bevacizumab has been used off label in
adults for numerous neovascular and exudative retinal
diseases. Abnormal retinal blood vessels in Coats disease promote ischemia and leakage of lipid and protein
through breakdown of the blood-retina barrier. This is
thought to be mediated in part by vascular endothelial
growth factor A. Bevacizumab is a monoclonal antibody

that blocks vascular endothelial growth factor A and preliminary reports suggest that it may be useful in reducing exudation in children with Coats disease.7 If untreated, Coats disease can lead to neovascular glaucoma
and a blind, painful eye requiring enucleation (16%).8
Visual prognosis is poor and limited by complications including retinal detachment, subfoveal exudation, and amblyopia, with more than half of patients demonstrating
visual acuity of 20/200 or worse.8
Coats disease is only one of a number of causes of anterior segment cholesterolosis. Clinicians who see this
condition should also evaluate the patient for trauma, ocular inflammation, and other causes of retinal detachment including retinopathy of prematurity and retinoblastoma.
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