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Dear Editors: In 2016, Bessis and coworkers first reported Bier anemic spots, cyanosis,
and urticaria-like eruption (BASCULE) syndrome [1]. It is a chronic vasomotor dermatosis
mainly affecting the lower limbs. Here we report a finding of circulating autoantibodies in
a young female with BASCULE syndrome (Figure 1).
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Dear Editors: In 2016, Bessis and coworkers1 first reported Bier anemic spots, cya-
nosis, and urticaria-like eruption (BASCULE) syndrome [1]. It is a chronic vasomotor 
dermatosis mainly affecting the lower limbs. Here we report a finding of circulating au-
toantibodies in a young female with BASCULE syndrome (Figure 1). 

 
Figure 1. An 18-year-old female with BASCULE syndrome showing barely recognizable skin changes 
10 s after standing up (a) and clearly visible whitish macules, slightly cyanotic macules, and urti-
carial lesions on both upper and lower legs after 10 min standing (b). 

An 18-year-old woman presented with a 6-month history of slightly itchy lesions on 
her lower limbs that always appeared while standing and resolved when sitting or lying 
down. No history of allergic conditions (e.g., atopic dermatitis, urticaria), recent infec-
tions, fever, Raynaud’s phenomenon, or arthralgia was established. On examination in 
supine position, her skin on both legs did not show any lesions. However, within a few 
minutes in standing position, she developed multiple anemic macules, in part with cen-
tral erythema, slightly cyanotic macules, and urticarial plaques on both legs (Figure 2). 
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Figure 1. An 18-year-old female with BASCULE syndrome showing barely recognizable skin changes
10 s after standing up (a) and clearly visible whitish macules, slightly cyanotic macules, and urticarial
lesions on both upper and lower legs after 10 min standing (b).

An 18-year-old woman presented with a 6-month history of slightly itchy lesions on
her lower limbs that always appeared while standing and resolved when sitting or lying
down. No history of allergic conditions (e.g., atopic dermatitis, urticaria), recent infections,
fever, Raynaud’s phenomenon, or arthralgia was established. On examination in supine
position, her skin on both legs did not show any lesions. However, within a few minutes in
standing position, she developed multiple anemic macules, in part with central erythema,
slightly cyanotic macules, and urticarial plaques on both legs (Figure 2).
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Figure 2. A closer look at BASCULE syndrome after 20 min standing revealed whitish aggregated 
macules, in part with central erythema, cyanotic macules on the left knee, and urticarial lesions on 
both legs. 

A punch biopsy taken from an urticaria-like lesion revealed nonspecific lymphohis-
tiocytic infiltrates surrounding the vessels of the upper dermis. Giemsa stain and CD117 
immunohistochemistry did not show an increased number of mast cells, as would be 
characteristic for urticaria. The patient was referred to a cardiologist and neurologist in 
order to exclude postural orthostatic tachycardia syndrome (POTS) and other forms of 
orthostatic intolerance. Heart rate, blood pressure, electrocardiogram, and echocardio-
gram were normal. However, a Schellong test revealed mild orthostatic hypotension. 
Pilocarpine iontopheresis did not provoke skin lesions. Laboratory parameters such as 
complete blood count, liver enzymes, serum creatinine, diaminooxidase, serum tryptase, 
serum IgE, eosinophilic cationic protein, thyroid autoantibodies, and extractable nuclear 
antigen (ENA) antibodies were within the normal limits. However, indirect immunoflu-
orescence detected elevated antinuclear antibodies (ANA, with a titer of 1:640, normal 
range < 1:80). In addition, anti-dense fine speckled 70 (DFS70) antibodies were also posi-
tive. Taken together, a diagnosis of BASCULE syndrome associated with elevated ANAs 
was made. Three months later, the ANA titer was increased at 1:1280 and anti-DFS70 an-
tibodies were again detected. In contrast to a recent case report [2], high-dose antihista-
mine medication (Bilastine, Fexofenadine) did not lead to significant improvements and 
neither did the wearing of compression stockings. 

Since the first description by Bessis et al. [1] 18 patients with BASCULE syndrome 
have been described [3]. Clinically, postural urticarial represent a condition very similar 
to BASCULE [4]. BASCULE syndrome is characterized by an impressive, 
easy-to-provoke pathology that can be associated with POTS and orthostatic dysregula-
tion [3]. Characteristically, cutaneous symptoms of BASCULE syndrome occur few 
minutes after assuming a standing position and disappear spontaneously when lying or 

Figure 2. A closer look at BASCULE syndrome after 20 min standing revealed whitish aggregated
macules, in part with central erythema, cyanotic macules on the left knee, and urticarial lesions on
both legs.

A punch biopsy taken from an urticaria-like lesion revealed nonspecific lymphohis-
tiocytic infiltrates surrounding the vessels of the upper dermis. Giemsa stain and CD117
immunohistochemistry did not show an increased number of mast cells, as would be
characteristic for urticaria. The patient was referred to a cardiologist and neurologist in
order to exclude postural orthostatic tachycardia syndrome (POTS) and other forms of
orthostatic intolerance. Heart rate, blood pressure, electrocardiogram, and echocardiogram
were normal. However, a Schellong test revealed mild orthostatic hypotension. Pilocarpine
iontopheresis did not provoke skin lesions. Laboratory parameters such as complete
blood count, liver enzymes, serum creatinine, diaminooxidase, serum tryptase, serum
IgE, eosinophilic cationic protein, thyroid autoantibodies, and extractable nuclear antigen
(ENA) antibodies were within the normal limits. However, indirect immunofluorescence
detected elevated antinuclear antibodies (ANA, with a titer of 1:640, normal range < 1:80).
In addition, anti-dense fine speckled 70 (DFS70) antibodies were also positive. Taken
together, a diagnosis of BASCULE syndrome associated with elevated ANAs was made.
Three months later, the ANA titer was increased at 1:1280 and anti-DFS70 antibodies were
again detected. In contrast to a recent case report [2], high-dose antihistamine medication
(Bilastine, Fexofenadine) did not lead to significant improvements and neither did the
wearing of compression stockings.

Since the first description by Bessis et al. [1] 18 patients with BASCULE syndrome
have been described [3]. Clinically, postural urticarial represent a condition very similar to
BASCULE [4]. BASCULE syndrome is characterized by an impressive, easy-to-provoke
pathology that can be associated with POTS and orthostatic dysregulation [3]. Characteris-
tically, cutaneous symptoms of BASCULE syndrome occur few minutes after assuming a
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standing position and disappear spontaneously when lying or sitting down. All reported
patients with BASCULE syndrome were under 20 years old and to this date, abnormal
laboratory test results including for autoantibodies have not been described [1–4]. El Nem-
mon et al. [3], recently reported a 13-year-old boy with BASCULE syndrome and one-year
history of Raynaud’s phenomenon without elevated ANA titer. It has been suggested that
the transient skin lesions characteristic for BASCULE syndrome represent a benign vaso-
motor disorder, such as stasis-induced exaggerated vasoconstrictive responses of arterioles
to tissue hypoxia, lack of venoarteriolar reflexes in dermal ascending arterioles, and/or
paradoxical reactions to hypoxia.

In the present case, we observed a clearly elevated ANA titer with positive anti-DFS70
antibodies without clinical evidence for typically associated symptoms of systemic au-
toimmune rheumatic diseases (SARD). In adults with increased ANA titers, detection of
anti-DFS70 antibodies may help to exclude SARDs, since these typically do not occur. In
pediatric patients, however, anti-DFS70 antibodies can also be detected in rare cases of
systemic sclerosis and systemic lupus erythematosus. Notably, these auto-antibodies have
a remarkably high frequency in children with localized scleroderma, juvenile dermato-
myositis, and uveitis [5]. Moreover, anti-DFS70 antibodies are significantly associated with
atopic dermatitis and may result in misdiagnosis of SARDs [6]. However, whether the
detection of circulating antibodies in a patient with BASCULE syndrome represents a mere
coincidence or hints to an association remains, at present, unclear. Systematic screening
for autoantibodies in patients with BASCULE syndrome may help to answer this question,
thereby shedding lights.
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