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LETTERS TO THE EDITOR
Urticaria Pigmentosa in Identical Male Twins

Sir,

Although rare, there are well documented reports of familiar
mastocytosis. In 50 families various forms of mastocytosis af-
fected more than one member, from which in 22 families two or
more generations were affected; in 20 families mastocytosis
occurred only in female members and in 17 families in both
sexes (1). Urticaria pigmentosa has been reported in 10 pairs of
identical twins. two pairs of fraternal twins and one set of
triplets (1, 2 for ref). We here describe a pair of twins with
urticaria pigmentosa.

CASE REPORT

The patients were monozygotic twin boys (A,B Rh-negative), born in
1972 with one placenta. It was not known if the amniotic sac or chorion
had been single or double. At the age of 4 months both boys had
developed multiple reddish-brown macular lesions. 2-3 mm in diame-
ter, on the trunk, extremities, palms and soles. After they had been
eating certain foods (especially fruits), urticaria developed at the sites of
the above described lesions. Their parents were not related, and there
was no family history of mastocytosis.

At the age of 14 both patients had multiple 2-3 mm permanent
redish-brown macules on the trunk, extremities, palms and soles, but
not on the scalp and face (Fig. 1). Biochemical, immunological, haemat-
ological and coagulation studies were normal. There was no lympha-
denopathy or splenomegaly. In one patient abdominal ultrasonography
revealed hepatomegaly with no focal changes (5 cm below the right
costal margin with hyperechogenic structure). Six years later ultrasono-
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graphy of the liver was normal. Bone-marrow scintigraphy using 99 m
Te-Lyocol (Sorin) as the tracer (3) showed in both patients an abnormal
peripheral expansion of the active bone-marrow to the tibial and ante-
brachial region, with normal uptake of the tracer. In both cases small
localized accumulations of the tracer were found in the ribs and collar-
bone. Histological examinations of skin biopsies taken from lesions
showed a superficial dermal infiltrate of mast cells.

The patients have been on long-term therapy with ketotifen (3-4 mg
daily) and clemastinum (2 mg daily). Their disease remains stable.
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Fig. 1. Multiple brown macular
lesions of urticaria pigmentosa from
identical twins. @) Twin 1,

b) Twin 2.

© 1995 Scandinavian University Press, ISSN 0001-3555



