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Abstract

Observation: Cutaneous mastocytosis (CM) is characterized by a pathologic increase in the number
of mast cells in cutaneous tissues. Although bullae can occur in all forms of CM, bullous eruption is
most commonly associated with diffuse CM (DCM) and is known as bullous mastocytosis (BM). Herein
we report an 18-month-old male diagnosed as BM complicated by milia. To the best of our
knowledge the present case report is the first to describe BM complicated by milia.

Introduction

Mastocytosis is characterized by a pathologic
increase in the number of mast cells, fre-
quently in cutaneous tissues and sometimes
in such extracutaneous organs as the liver,
spleen, lymph nodes, and bone marrow [1, 2].
Although bullae can occur in all forms of cu-
taneous mastocytosis (CM), bullous eruption
is most commonly associated with diffuse CM
(DCM) and is known as bullous mastocytosis
(BM) [3, 4]. Herein we report an 18-month-
old male diagnosed as BM complicated by
milia.

Case Report

A 18-month-old male presented with a 6-month
history of generalized blisters. His parents repor-
ted that the eruptions usually healed spontaneo-
usly, but that on a few occasions emergency
department medical treatment was necessary.
They also reported that after the bullous eruptions

healed crusts developed, followed by dissipation of
the crusts and small point-like white formations.
The patient’s parents were not consanguine and
they reported a negative family history of genoder-
motoses. Physical examination showed multiple,
tense vesicle-bullae, erosions on urticarial plaques
surrounded by hypo-hyperpigmented macules,
and multiple, discrete, firm, white, 1-2-mm papu-

Figure 1. Multiple, tense vesicle-bullae, erosions on ur-
ticarial plaques, and multiple, discrete, firm, white, 1-
2-mm papules on the trunk.
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Figure 2. Suprabasal separation (epidermal layer could
not be seen), and dense infiltration of mast cells and
eosinophils in the papillary and upper reticular dermis.
(Hematoxylin-eosin stain; original magnification X 10)

les on the scalp and trunk (Figure 1). Additionally,
labial and palpebral edema was observed. Darier’s
sign was noted after rubbing the skin.

In consideration of the diagnoses of epidermolysis
bullosa acquisita, BM, and chronic bullous disease
of childhood, 2 punch biopsies were performed?1
from the lesional skin and 1 from perilesional nor-
mal skin. Histopathological examination of the
specimens showed suprabasal separation (epider-
mal layer could not be seen), and dense infiltration
of mast cells and eosinophils in the papillary and
upper reticular dermis (Figure 2). Giemsa staining
showed that the infiltrating cells in the dermis
were mast cells (Figure 3). Direct immunofluores-
cence did not show immune deposition. The diag-
nosis of BM was made on the basis of the clinical
presentation and histopathological findings.

Complete blood count, peripheral blood smear,
chemistry profile, abdominal ultrasonography, and
skeletal X-ray were normal. To suppress the pati-
ent’s acute systemic symptoms parenteral
methylprednisolone (for 3 days), oral antihistami-
nics and topical antiseptic pomade were prescri-
bed. The patient’s parents received counseling
about avoiding mast cell degranulators, such as
specific foods, medications, allergens, and some
physical conditions. As of the time this manuscript
was written the patient was being followed-up clo-
sely to maintain suppression of systemic
symptoms and to evaluate systemic involvement.

Discussion

Although bullae can occur in all forms of CM,
they are most commonly associated with DCM
[4, 5, 6]. When DCM presents as bullous lesi-

http://www .jtad.org/2014/3/jtad1483c2.pdf

Figure 3. Mast cells infiltrating in the dermis. (Giemsa
stain; original magnificationX40)

ons, it is referred to as BM [4]. Bullae can be
tense, can contain serohemorrhagic fluid, and
can rupture, resulting in erosions and crusts.
The blisters are thought to result from serine
proteases released by mast cells [6].

BM has a poor prognosis, due to its high rate
of transformation to systemic mastocytosis [3,
7]. Even in the absence of systemic involve-
ment; such systemic symptoms as hypoten-
sion, anaphylaxis, and severe diarrhea can be
life threatening because of the high concentra-
tion of mast cell mediators [2, 6]. Fortunately,
as with other forms of CM the symptoms in
patients with BM decrease in severity over
time and usually resolve spontaneously bet-
ween the ages of 15 months and S years. But
in the literature there are fatal cases probably
severe complications due to mast-cell media-
tors [6, 8]. Due to the high rate of systemic in-
volvement and severe anaphylactic reactions
such patients should be monitored closely [6].
The presented patient did not have any syste-
mic involvement or complications.

The diagnosis of BM is based on clinical fea-
tures and histopathological findings. Diagnos-
tic confirmation and differentiation from other
bullous diseases requires histopathological
examination and, sometimes, direct immunof-
luorescence (DIF) [2, 3]. Negative DIF results
help rule out epidermolysis bullosa acquisita
and chronic bullous disease of childhood.

Various bullous diseases, particularly epider-
molysis bullosa and porphyria cutanea tarda,
can heal with milia that are known as secon-
dary milia [9]. Secondary milia are small epi-
dermal cysts caused by proliferation of
epithelium following injury to the dermoepi-
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dermal junction [9, 10, 11]. Secondary milia
following bullous pemphigoid, herpes zoster,
contact dermatitis, bullous lupus erythemato-
sus, bullous polymorphic light eruption, Sweet
syndrome, lichen sclerosus, bullous erysipe-
las, lichen planus, and bullous amyloidosis
have been reported [9, 10, 11, 12, 13, 14,
15]. To the best of our knowledge the present
case report is the first to describe BM compli-
cated by milia.
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