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Progression of retinal artery occlusion in Susac syndrome

Progressdo de oclusio da artéria da retina na sindrome de Susac

MARrio Luiz RiBEIRO MONTEIRO?

We thank Drs. Yildirim, Kar and Kaya for their interest regarding
our paper!” reporting the uncommon occurrence of central retinal ar-
tery occlusion (CRAQO) in Susac syndrome (SS) and for re-emphasizing
the point that we have made in the article that SS should be kept in
mind even when a patient presents with CRAO in one eye only. Ho-
wever we would like to point out that their statement “retinal artery
occlusion in a pathognomonic sign of SS”should be better explained

since branch retinal artery occlusions (BRAO) are is in fact the most
important diagnostic sign of the syndrome. CRAQ is absolutely rare in
the condition and therefore it is important to remind that other more
common causes such as emboli are excluded before considering SS
in such cases. Yildirim, Kar and Kaya also pointed out that progression
from one eye to the other should be considered a sign of the disease
and quote several previous articles that have described it. Although
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we understand their point, it is also important to consider that the
most common presentation of SS is that of BRAO present in both eyes
at first examination and that BRAO can also be present in only one of
the eyes. In fact, one of the two original cases (case 1) described by
Susac, Hardman and Selhorst® had BRAO in only one eye despite
having an advanced disease. However, when we added the four sub-
sequent cases that allowed a full characterization of the syndrome®#
BRAO was present in both eyes in five of the six cases. On the other
hand, we completely agree with Drs. Yildririm, Kar and Kaya that very
early in the condition the disease may in fact start in one of the eyes
and when progression from one eye to the other occurs it certainly fa-
vors the diagnosis of SS as opposed to other more common causes of
(unilateral) retinal artery occlusion. We also agree that early diagnosis

and treatment is important for preventing further visual and hearing
loss as well as worsening of encephalopathy in this unique condition.
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