THIS MONTH’S BLINK

Susac Syndrome

26-year-old man presented with pro-

gressive and painless blurring of vision

in the left eye. He had a 2-month history
of hypoacusis, disorientation, memory loss, and
behavioral changes. On examination, his best-
corrected visual acuity was 20/20 in the right eye
and 20/25 in the left.

Funduscopy of the left eye revealed arteriolar
narrowing and rarefaction. Fluorescein angiogra-
phy showed delayed perfusion in both eyes, leak-
age of dye in several branch retinal arteries, and
no perfusion distally, suggesting branch retinal
artery occlusions (BRAO).

Audiometry revealed complete deafness of the
right ear and neurosensory hypoacusis of the left
ear. On brain magnetic resonance imaging, there
were multiple focal white matter lesions above the
tentorium and in the corpus callosum, with no
contrast uptake.

The combined ophthalmic and systemic
findings raised the suspicion of Susac syndrome.
This is a rare disease of unknown origin, most

likely an autoimmune endotheliopathy, causing an
arteriolar microangiopathy of the brain, cochlea,
and retina. Susac syndrome tends to affect young
women, but it can also occur in men. It manifests
as a clinical triad of subacute encephalopathy;,
hypoacusis, and visual loss caused by multiple
BRAO.
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