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PIGMENTED PARAVENOUS CHORIORETINAL ATROPRY
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A 42-year-old woman presented to our practice
with complaints of dimness in the near vision of her
right eye (0D) lasting 6 months. The patient's visual
acuity at presentation was 20/200 0D and 20/120
in the left eye. Funduscopic examination revealed
bilateral involvement. Retinal findings included
bone-spicule pigmentation and atrophy of the
choroid and retinal pigment epithelium (RPE) along
the vascular arcade, with macular involvement 0D
(Main Figure and Inset, left).

Optical coherence tomography showed thin retinal
layers, disrupted inner and outer segments of the
photoreceptors and an irregular RPE layer (Inset, right).
The patient was diagnosed with pigmented paravenous
chorioretinal atrophy (PPCRA).

This rare disorder of unknown etiology was
described as retinochoroiditis radiata by Hewitson-
Brown in1937." Its natural course is poorly understood.
A diagnosis of PPCRA is made based on the peculiar
retinal finding of pigment accumulation along the
distribution of retinal veins during clinical examination.
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PPCRA is characterized by RPE degeneration,
choriocapillaris atrophy, and pigmentation along the
retinal veins. The retinal atrophy is characterized by
loss of photoreceptor outer segments, outer nuclear
layer, and inner nuclear layer. Many inflammatory
and infectious causes have been associated with the
disease, including sarcoidosis, Behget disease, syphilis,
measles, rubella, and tuberculosis; however, no known
systemic diseases have been identified as the cause of
the retinal findings.23

Recently, a mutation in gene CRAT has been
detected in patients with PPRCA.“ This gene is
involved in various retinal dystrophies. PPCRA is an
incidental finding, and the patient's vision is rarely
affected. The disease is more common in men than
women, Most patients are asymptomatic at presenta-
tion or have mildly blurred vision. The exception is
patients with macular involvement, for whom vision
can be severely reduced on presentation. Color vision
in these individuals is unaffected. Formal visual
field testing may manifest scotomas along areas

of densely involved retina. There are no specific
findings on anterior and vitreous examination. PPRCA
is a nonprogressive or slowly progressive disease.
There is no treatment specific to PPRCA. m
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