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BASCULE syndrome in a young woman with
postural orthostatic tachycardia syndrome
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A 19-year-old woman with idiopathic gastroparesis and a jejun-
ostomy tube presented to hospital with a recurrent pruritic erup-
tion over the legs (Figure 1), which appeared several minutes
after standing, with associated lightheadedness and weakness.
The skin lesions disappeared minutes after lying down. Fourteen
months previously, she had received a diagnosis of postural
orthostatic tachycardia syndrome (POTS) confirmed by tilt
table testing; her electrocardiogram was normal. Her symp-
toms were partially controlled with ivabradine and fludrocorti-
sone. Based on the triad of morphologic features triggered by
standing (Figure 1), we made a diagnosis of BASCULE (Bier
anemic spots, cyanosis, and urticaria-like eruption) syndrome.
We prescribed 20 mg of loratadine once daily and she reported
an improvement in pruritis.

First reported in 2016, BASCULE syndrome is an uncommon
vasomotor dermatosis that occurs most frequently in females
aged 12-15 years.! It can be mistaken for urticaria, but the triad
of clinical signs are differentiating and diagnostic. Bier anemic
spots result from a poor venoarteriolar reflex in the dermal
ascending arterioles, and the central urticaria-like lesions are
secondary to mast cell degranulation induced by hypoxia.? Cyan-
osis is attributed to arterial hypoxia secondary to accumulation
of venous blood from standing.? The eruption is triggered by
standing but resolves with lying down or walking.! Pruritus, pain
and edema may be present and may warrant treatment.!

The importance of diagnosing BASCULE syndrome lies in its
association with a spectrum of orthostatic intolerance condi-
tions, including syncope, orthostatic hypotension and POTS (a
condition associated with mast cell activation and hypermobility
spectrum disorders).2® Less commonly, it is associated with
changes detected by electrocardiography, including prolonged
QT interval and first-degree atrioventricular block.! A diagnosis
of BASCULE syndrome should prompt assessment for orthostatic
intolerance and electrocardiogram abnormalities. Involvement

Figure 1: Photographs of the (A) anterior and (B) posterior leg of a
19-year-old woman with the clinical triad of BASCULE (Bier anemic spots,
cyanosis and urticaria-like eruption) syndrome, showing anemic white
papules (yellow arrows); a cyanotic background (green arrows); and
multiple red-to-orange, urticaria-like patches and thin plaques that look
like oil stains with an irregular border (blue arrow).

of a cardiologist and an allergist or immunologist may be con-
sidered. Limited evidence is available to guide the treatment of
BASCULE syndrome. A single case report showed improvement
of cutaneous symptoms with bilastine (40 mg, twice daily).2
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