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Case Report

Urticaria pigmentosa: A case report
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Abstract

Mastocytosis is a heterogenous group of diseases characterized by abnormal infiltration of mast cells
in the skin and other organs. Urticaria Pigmentosa is the most common variant of cutaneous mastocytosis.
We herein report a case of urticaria pigmentosa in a three year old boy.
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Introduction

Mastocytosis is a hematopoietic disorder which
is usually seen sporadically and characterized by
an increased number and the accumulation of
mast cells in one or more organs." It can be divided
into cutaneous mastocytosis and systemic
mastocytosis.>*

There are four clinical subtypes of cutaneous
mastocytosis: urticaria pigmentosa, mastocytoma,
diffuse cutaneous mastocytosis and telangiectasia
macularis eruptiva perstans (TMEP). The most
common type of cutaneous mastocytosis in
children is urticaria pigmentosa. The disease is
clinically characterized by multiple erythematous
and pigmented macules, papules and plaques and
localized blistering that may vary in size. Darier’s
sign is positive. Histopathologial examination is
the gold stand for the diagnosis. Symptomatic
treatment with antihistaminics, mast cell stabilizers
and topical steroids is effective. A typical case of
this dermatosis is being presented.

Case report

A 3 year old male child was presented by his
parents with generalized eruption of multiple
brown maculopapular lesions on trunk and limbs

of two year duration. There was also a history of
generalized urticarial flushing with occasional
bulla formation. He had been delivered with
cesarean section at full term without any
complication. The general health, growth and
development of the child was unaffected. There
was no family history of similar disease or any
other dermatological or autoimmune disease.
Therapy with topical corticosteroids prescribed
by the general practitioner had shown no effect.
Physical examination of the patient was normal.
Systemic examination of the patient also revealed
no abnormality. There was no hepatomegaly,
splenomegaly or lymphadenopathy. Cutaneous
examination of the child revealed multiple, sharply
defined, red brown maculopapules and plaques
on the trunk and limbs (Figure 1).

Figure 1: Multiple sharply defined red brown
maculopapules and plaques on the trunk and
limbs
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No nodules or bullae were seen at the time of the
examination. On stroking the individual lesions,
there was formation of wheal and flare (Darier
sign - Positive). A provisional diagnosis of urticaria
pigmentosa was made in this child. A complete
blood count, liver and renal function tests, urine
and stool analysis, chest X ray and
ultrasonography of the abdomen were normal. A
4mm skin punch biopsy specimen was obtained
with due precautions and sent for histopathological
examination. It revealed increased number of
mast cells in dermis (Figure 2).

Figure 2: Histopathological image revealing
increased number of mast cells in dermis

The child was treated with antihistaminics and
topical steroids for 4 week which led to the
regression of his lesions. The parents were advised
regarding avoidance of excessive scrubbing and
massage of the skin. At the end of six weeks, the
child had only residual pigmentation left at the
lesional sites with no new lesion formation.

Discussion

Mastocytosis represents a spectrum of clinical
disorders with clinical features determined by
infiltration of various organs and skin with mast
cells. The cutaneous and systemic symptoms such
as pruritus, urticaria, wheezing, diarrhea and
hypotension are caused by the release of mediators
by non-allegic mechanisms.* Despite the fact that
most common location is the skin, it may also
occur in the liver, spleen, bone narrow, lymph
nodes, lungs and gastrointestinal tract.” It can be
divided into cutaneous mastocytosis and systemic

mastocytosis.”* Cutaneous mastocytosis usually
affects the patients in early childhood and the
disease often regresses spontaneously.® However,
systemic mastocytosis frequently occurs in adult
patients and tends to resist permanently.” Mast
cells that arise in the bone marrow are
pluripotential precursor cells. They differentiate
in the skin and other peripheral organs under the
influence of an array of growth factors, c-kit
ligand or mast cell growth factor. Mast cells
produce inflammatory mediators including
histamine, trysptase, TNF- a, leukotrienes,
prostaglandins, platelet activating factor, heparin,
IL-8.** These mediators are responsible for local
and systemic symptoms such as flushing, bullae,
pruritus, dyspnea, exacerbation of asthma, low
blood pressure, gastroesophageal reflux, peptic
ulcer and diarrhea. The most important mediator
causing all of these symptoms is histamine.® The
etiology of mastocytosis is unclear. Recent
observations have shown a soluble form of stem
cell factor in the skin and suggest an etiological
role for derangement of this growth factor and
its receptor.!! In addition, a somatic mutation of
the proto-oncogene c-kit that could be responsible
for mast cell proliferation has been detected.’ c-
kit mutation analyses are important for the therapy
and prognosis of mastocytosis.

In 2001, four distinct clinical variants of cutaneous

mastocytosis were published by WHO. These

were:

1. Urticaria pigmentosa

2.  Isolated mastocytoma (solitary

mastocytoma)

Diffuse Cutaneous mastocytoma

4.  Telangiectasia macularis eruptiva perstans
(TMEP)

(8]

In 2008, WHO updated the classification of
cutanean mastocytosis as:-

1. Maculopapular cutaneous mastocytosis
(Urticaria pigmentosa)

Special form: Plaque form

Special form: Nodular form

Special form: TMEP

Diffuse cutaneous mastocytosis

Solitary mastocytosis

wo o
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Urticaria pigmentosa also known as
maculopapular mastocytosis, was first reported
by Nettleship and Tay in 1869."° Their patient
was a female child of 2 years, and their paper
was entitled “chronic Urticaria leaving Brown
stains of Nearly two years Duration”. Unna later
demonstrated mast cells in increased numbers in
urticarias of the Nettleship type. Urticaria
pigmentosa is the most common form of
cutaneous mastocytosis (70-90%), within an
approximate Incidence of 1/1000-8000. There is
no sex predilection and occurs more often in
infants and children than the adults. Clinical
features appear within the first two years of life.
The clinical features are multiple oval or round
hyperpigmented macules, papules or patches,
brown-red-yellow and 2-4mm in diameter." These
lesions urticate by manipulation (e.g, rubbing) or
spontaneously. This reaction is known as Darier
sign. Darier’s sign is not always demonstrable,
especially in those with a long history of this
disorder, and is not 100% specific for
mastocytosis, since it has been described rarely
in Juvenile xanthogranuloma and acute
lymphoblastic leukemia of neonate.'>"* The sites
of predilection are chest and dorsal areas of the
body, while the palms, soles and face are usually
unaffected." Lesions may blister in infancy or
childhood and may be the presenting feature, but
heal without scarring. Systemic manifestations
include flushing, vomiting, diarrhea, tachycardia,
headache, weight loss and wheezing.'’
Histologically there is mild to moderate
perivascular infiltrate with dendritic mast cells
in the papillary dermis; a band like infiltrate or
sometimes even nodular infiltrates extending to
the subcutis may be seen, especially with special
stains like toluidine blue and chloroacetate
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