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Harlequin’s Darker Side
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A 39-year-old healthy, female aerobics instructor presented 
with a 6-week history of flushing on the left side of her face, neck, and upper 
trunk after 40 minutes of vigorous exercise, with a strict demarcation at the 

midline (Panel A). After 30 to 40 minutes of rest, her color returned to normal. Mag-
netic resonance imaging of the chest revealed a large extrapleural mass in the apex 
of the right thoracic cavity (Panel B, arrow) that was compressing the sympathetic 
chain (Panel C, arrow). She underwent thoracotomy and excision of the tumor, which 
was attached to the second sympathetic ganglion. Histopathological examination 
confirmed the presence of a neurofibroma. Harlequin’s syndrome typically is consid-
ered to be an idiopathic, benign condition causing localized failure of the upper tho-
racic sympathetic chain, with sparing of the first (oculomotor) thoracic segment. 
Although structural lesions are not usually identified, this case emphasizes that un-
expected upper mediastinal neoplasia can be responsible. The patient remained well 
1 year after surgery.
Copyright © 2007 Massachusetts Medical Society. 
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