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Letter to the Editor

Sneddon’s Syndrome versus Susac Syndrome

Dear Editor,
I read with interest the article titled “Acute central retinal 
artery occlusion associated with livedoid vasculopathy: a 
variant of Sneddon’s syndrome [1] and there may be a dif-
ferent diagnosis. Since a few cases of young patients have 
been identified with Susac syndrome with livedo, could 
this case represent a case of this disorder? Did the patient 
have an magnetic resonance imaging scan of the brain and 
were there any callosal lesions? What did the fluorescein 
angiogram of the left (the normal) eye show? This was not 
included in the paper. This author will state that central 
retinal artery occlusion is very rare in Susac syndrome but 
not impossible. Has this patient’s hearing been checked?

Robert A. Egan
Oregon Neurology, Tualatin, OR, USA
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Author Reply

Central Retinal Artery Occlusion in a Young Female: 
Sneddon’s Syndrome versus Susac Syndrome?

Dear Editor,
We appreciate the comments provided by Dr. Egan on 

our article entitled “Acute central retinal artery occlusion 
associated with livedoid vasculopathy: a variant of Sned-
don’s syndrome” [1]. He indicated that we had not provided 
adequate information to eliminate the possibility of Susac 
syndrome. This patient may have demonstrated symptoms 
similar to those associated with Susac syndrome such as 
livedo reticularis and retinal artery occlusion in young 
women without prior medical history. However, we did not 
consider Susac syndrome as the definite diagnosis for the 

following reasons: first, the patient had not demonstrated 
any symptoms or signs of inner ear or brain involvement 
for 8 years since first developing livedo reticularis. Second, 
the patient presented with central retinal artery occlusion 
(CRAO) and not with branch retinal artery occlusion or ar-
terial wall hyperfluorescence, which are typically observed 
in patients with Susac syndrome [2]. Third, the intimal 
proliferation observed via skin biopsy is consistent with 
Sneddon’s syndrome rather than with Susac syndrome 
[3,4]. Patients with Susac syndrome can remain asymptom-
atic even though subtle abnormalities can be observed on 
magnetic resonance images or in audiogram findings. Un-
fortunately, we did not perform either of these tests. Fun-
dus fluorescein angiography of the left eye was completely 
normal. 
Prior to the report demonstrating skin involvement proven 
by histological examination, skin involvement was not con-
sidered to be a symptom of Susac syndrome [4]. However, in 
the reported case, apparent psychomotor symptoms devel-
oped 2 weeks after skin involvement [4]. Another case 
with Susac syndrome initially presented with unilateral 
CRAO as a sole symptom; however, the patient later devel-
oped apparent hearing loss, encephalopathy, and contralat-
eral branch retinal artery occlusion without skin involve-
ment [5]. In conclusion, although we cannot completely 
eliminate the slight possibility of Susac syndrome, clinical 
manifestations were limited to CRAO along with livedo 
reticularis and intimal proliferation observed on skin biop-
sy, and these manifestations indicate a diagnosis of Sned-
don’s syndrome in this young woman with livedoid vascu-
lopathy. We would like to thank Dr. Egan for his 
comments, which were helpful in the differential diagnosis 
of Sneddon’s syndrome-associated CRAO along with pro-
viding additional information regarding Susac syndrome. 

Hyun Beom Song, Se Joon Woo
Department of Ophthalmology, Seoul National University Bun-
dang Hospital, Seoul National University College of Medicine, 
Seongnam, Korea

References
 1. Song HB, Woo SJ, Jung CK, et al. Acute central retinal artery 

occlusion associated with livedoid vasculopathy: a variant 



114

Korean J Ophthalmol Vol.28, No.1, 2014

of Sneddon’s syndrome. Korean J Ophthalmol 2013;27:376-
80.

 2. Dorr J, Krautwald S, Wildemann B, et al. Characteristics 
of Susac syndrome: a review of all reported cases. Nat Rev 
Neurol 2013;9:307-16. 

 3. Wohlrab J, Fischer M, Wolter M, Marsch WC. Diagnostic 
impact and sensitivity of skin biopsies in Sneddon’s syn-

drome: a report of 15 cases. Br J Dermatol 2001;145:285-8. 
 4. Turc G, Monnet D, Dupin N, et al. Skin involvement in Su-

sac’s syndrome. J Neurol Sci 2011;305:152-5. 
 5. Dos Apostolos-Pereira SL, Kara-Jose LB, Marchiori PE, 

Monteiro ML. Unilateral central retinal artery occlusion as 
the sole presenting sign of Susac syndrome in a young 
man: case report. Arq Bras Oftalmol 2013;76:192-4.  


