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Transient Symmetric Blanching
Macules on a Background of
Reticulate Erythema

Mishma Farsi, BS; Taylor Gray, DO; Kelly Segars, DO

An 11-year-old girl was referred to the dermatology clinic for evaluation of
a rash on the legs and feet of 1 year’s duration. The rash appeared every
time she was standing for longer than 10 to 15 minutes and resolved
when sitting or laying down. After the initial onset, the rash did not spread
to other body areas but became more prominent in appearance. The
patient endorsed intense pruritus associated with the rash. A review of
systems was negative for fever, headaches, history of blood clots, and
joint pain. She did not have any known medical conditions or take any
medications. The patient’s mother reported that the patient experienced
episodes of leg numbness while sitting in vehicles from 6 to 10 years of
age. There was no family history of rheumatologic, hematologic, or cardiac
conditions. The patient’s mother had experienced 2 miscarriages but
denied any other obstetric complications. The patient had 1 sibling who
was unaffected. Physical examination revealed reticulate erythema on the
calves with scattered regions of blanching and evanescent pink macules
as well as dermatographism.

One month prior to presenting to dermatology, the patient was evaluated by rheumatology,
endocrinology, and hematology. Laboratory workup completed at age 3 years included antinuclear
antibody, anticardiolipin antibody, and antithrombin Il activity; factor V Leiden; cryoglobulins; quantitation
(human chorionic gonadotropin); proteins S and C activity; antineutrophil cytoplasmic antibody screen;
thyroid studies; prothrombin time; and partial thromboplastin time. All laboratory results were within
reference range.

WHAT’S YOUR DIAGNOSIS?
a. BASCULE syndrome

b. Bier spots

c. livedo reticularis

d. Sneddon syndrome

e. urticarial vasculitis

PLEASE TURN TO PAGE E36 FOR THE DIAGNOSIS
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PHOTO CHALLENGE DISCUSSION

THE DIAGNOSIS:
BASCULE Syndrome

livedo reticularis by primary care. Repeat antinu-

clear antibody (ANA) testing was positive (1:1280
homogeneous [reflexive titers all negative]). However,
upon dermatologic evaluation, the manifestation of the
rash in addition to onset occurring with postural changes
challenged the livedo reticularis diagnosis. Extensive
research and consultation with dermatologic colleagues
led to the diagnosis of the rare entity BASCULE syndrome.

BASCULE (Bier anemic spots, cyanosis, and urticaria-
like eruption) syndrome was described by Bessis et al in
2016. 1t is a rare condition but may be underreported.? It is
a benign pediatric disorder in the vascular acrosyndrome
family that is characterized by underlying vasomotor dys-
function in distal regions of the body. Raynaud phenom-
enon is a widely known member of this family. As seen
in our patient, it typically presents on the distal legs and
feet with numerous irregular hypopigmented macules on
a cyanotic background. Red-orange papules may appear
on the hypopigmented macules and often are pruritic.
Lesions on the distal upper extremities are less common,
and a case involving the trunk has been reported.> Onset
generally begins within a couple of minutes of standing or
mechanical compression of the lower legs, with full rever-
sal of symptoms occurring within minutes of laying down
or walking. Commonly reported associated symptoms
include tenderness, pruritus, edema, and pain; however,
the cutaneous lesions may be asymptomatic. The condi-
tion tends to affect adolescents, as seen in our patient;
however, there have been reports in infants as young as
3 months to adults aged 19 years.?

The pathophysiology behind BASCULE syndrome
remains unclear but is believed to be centered around the
role of physiologic venous stasis that occurs when stand-
ing. The hypoxia secondary to stasis is thought to induce
amplified vasoconstriction of arterioles. These responses
are further exaggerated due to absence of venoarteriolar
reflexes in dermal ascending arterioles, leading to Bier
spots.? The role of mast cells and eosinophils remains
unclear. It is a clinical diagnosis without clear histologic
findings; therefore, biopsy was not pursued in our patient.

Although BASCULE syndrome is a benign entity, it is
imperative that it be recognized to avoid a time consum-
ing, expensive, and anxiety-producing diagnostic workup,
as occurred in our patient. Although not a manifestation
of systemic disease, BASCULE syndrome may be associ-
ated with orthostatic hypotension in up to 20% of cases.*
Therefore, these patients should undergo orthostatic
testing, including the tilt table test. In our patient, these
manifestations were not appreciated.

There are no current guidelines for effective treatment
of BASCULE syndrome. Given the possible role of mast

—|_he patient had previously been thought to have
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cells in the condition, H1 antihistamines are proposed as
first-line treatment. Desloratadine (10 mg/d for 7 days)
has been found to be associated with improvement of
pruritus. However, a recent literature review found little
evidence to support the use of H1 antihistamines for
resolution of other symptoms.?

The differential diagnosis includes livedo reticularis, Bier
spots, Sneddon syndrome, and urticarial vasculitis. Livedo
reticularis presents as distinct, netlike, blue-erythematous-
violaceous discoloration, which differs from the distinct
orange-red macules in BASCULE syndrome.’ In addition to
distinct variances in dermatologic presentation, livedo reticu-
laris typically is associated with cold exposure as a causative
agent, with cold avoidance as the treatment for this benign
and often transient condition.® This phenomenon was not
appreciated in our patient. Livedo reticularis commonly
occurs with antiphospholipid syndrome.’ This association in
combination with our patient's positive ANA findings and
her mother's history of miscarriages resulted in the misdiag-
nosis as livedo reticularis.

Bier spots manifest as white macules with surround-
ing erythema and typically present in young adults.
When first described in the literature, it was debated if
BASCULE syndrome was simply another manifestation
of Bier spots or postural orthostatic intolerance,* as there
was a large consensus that postural orthostatic intoler-
ance was associated with BASCULE syndrome, with the
majority of patients not meeting criteria for the condition.
Heymann* addressed the differences in BASCULE mani-
festations vs typical Bier spots. The author extended the
syndrome to include cyanosis, an urticarialike eruption
of red-orange macules with central papules located cen-
trally, pruritus, tenderness, and partial or diffuse edema,
in addition to Bier spots.*

Sneddon syndrome is a rare progressive disorder
that affects small- to medium-sized blood vessels result-
ing in multiple episodes of ischemia in the brain. Skin
manifestations of these repeated strokes are similar
to livedo reticularis, typically manifesting as livedo
racemosa—irregular reticular patterns of skin mottling with
reddish-blue hues.® However, Sneddon syndrome is more
generalized and widespread and differs from BASCULE
syndrome in shape and histologic findings. Our patient
presented with findings on the legs, which is more charac-
teristic of livedo reticularis vs livedo racemosa. Our patient
experienced resolution upon laying down and sitting, and
Sneddon syndrome persists beyond postural changes.
Furthermore, patients with Sneddon syndrome present
with neurologic symptoms such as prodromal headaches.®

Urticarial vasculitis was ruled out in our patient because
of the duration of symptoms as well as the spatial changes.
Urticarial vasculitis is a rare skin condition characterized
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by chronic recurring urticarial lesions that may persist
for more than a day. This condition typically presents in
middle-aged women and rarely in children. Urticarial
vasculitis is thought to be immune-complex mediated, but
its cause is largely unknown. It is a common manifestation
of underlying conditions such as systemic lupus erythe-
matosus.® Our patient had a positive ANA and possible
autoimmune history from her mother; however, urticarial
vasculitis does not present transiently on the legs or in the
rash pattern appreciated in our patient.

REFERENCES
1. Bessis D, Jeziorski E, Rigau V, et al. Bier anaemic spots, cyanosis
with urticaria-like eruption (BASCULE) syndrome: a new entity? Br |
Dermatol. 2016;175:218-220. doi:10.1111/bjd. 14589

WWW.MDEDGE.COM/DERMATOLOGY

PHOTO CHALLENGE DISCUSSION

Baurens N, Briand C, Giovannini-Chami L, et al. Case report, practices
survey and literature review of an under-recognized pediatric vascu-
lar disorder: the BASCULE syndrome. Front Pediatr. 2022;10:849914.
doi:10.3389/fped.2022.849914

Jiménez-Gallo D, Collantes-Rodriguez C, Ossorio-Garcia L, et al. Bier
anaemic spots, cyanosis with urticaria-like eruption (BASCULE) syn-
drome on trunk and upper limbs. Pediatr Dermatol. 2018;35:E313-E315.
doi:10.1111/pde.13558

Heymann WR. BASCULE syndrome: is something brewing with
Bier spots? Dermatology World Insights and Inquiries. September 7,
2022. https://www.aad.org/dw/dw-insights-and-inquiries/archive/2022
/bascule-syndrome

Sajjan VV, Lunge S, Swamy MB, et al. Livedo reticularis: a review
of the literature. Indian Dermatol Online ]. 2015;6:315-321.
doi:10.4103/2229-5178.164493

Gu SL, Jorizzo JL. Urticarial vasculitis. Int | Womens Dermatol.
2021;7:290-297. doi:10.1016/j.ijwd.2021.01.021

VOL. 113 NO. 5 | MAY 2024 E37

Copyright Cutis 2024. No part of this publication may be reproduced, stored, or transmitted without the prior written permission of the Publisher.





