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Abstract: Introduction: Paediatric cutaneous mastocytosis (MC) is a rare and benign disease,
affecting mainly children from birth to 2 years of age. Four clinical forms are distinguished: pigment
aryurticaria, papulo-nodular MC (or mastocytoma), macular telangiectatic MC and diffuse MC. It is a
clonal pathology, KIT dependent, considered favourable evolution, exceptionally fatal. No evolution
are predictoris currently identified. Material and methods: Our retrospective study looked at 5 cases
of cutaneous mastocytosis collected at the Dermatology Department of Hassan II University Hospital
in Fez over a period of 3 years from January 2013 to January 2016. The average age of our patients
was 27 months (with extremes ranging from 4 months to 3 years). The sex ratio was 4 (4 boys and 1
girl). For 5 patients, the diagnosis of MC was clinically suspected. The Darrier sign was positive in 2
cases. The histopathological study of cutaneous biopsies confirmed the diagnosis of CM in all cases.
The immune histochemical study, done in 3 cases, mounted a diffuse and intense positivity to CD-117
(C-kit). The anatomo-clinical confrontation made it possible to retain the diagnosis of urticaria
pigmentosa in 3 patients. In one child, it was a mastocytoma. Finally, the last patient presented at the
same time lesions of urticaria pigmentosa in its bullous form associated with papulonodular
mastocytosis lesions. No patients had extra-cutaneous manifestations of the disease. Conclusion:
Through 5 cases of mastocytosis in children and a review of the literature, wetry to clarify the
evolution and we insist on the need to establish standardized criteria for clinical analysis, follow-up
recommendations, systematically to know the mutational status of KIT, to define the necessary
predictive prognostic factors.
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Introduction: Mastocytosis is a heterogeneous
group of diseases and occurs as a result of an
abnormal proliferation of mast cells involving
the bone marrow, liver, spleen, lymph nodes,
gastrointestinal tract and skin. All clinical types
of mastocytosis are rarely observed. The organ
most often involved is the skin (1,2). It is a
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clonal pathology, KIT dependent, considered
favorable evolution, exceptionally fatal. No
evolutionary predictor is currently identified.
Based on the classification of the World Health
Organization , cutaneous mastocytosis (MC) is
divided
into
3
groups: maculopapulartype MC ( MCMP ), which was formerly called
urticaria
pigmentosa
according
to
the traditional classification; Diffuse
MC
(CDM)
and Solitary MC (SM). CPSM also
special forms, including the form plate, the
nodular
form
and
telangiectasia macularis eruptiva perstans (TME
P) (3,4). Mastocytosis can be classified
as pediatric (under 15) and adult (over 15 years)
based on its clinical aspect and evolution (5). In
this study, we support the demographic, clinical
and histopathological sMC in children.
Materials and methods: We retrospectively
evaluated
5 patients
clinically
and
histopathologically diagnosed with MC
collected at the dermatology department of the
CHU Hassan II of Fez over a period of 3 years
from January 2013 to January 2016.
Clinical
features
and Histopathological
findings were obtained from the medical
records. For
evaluation
of
systemic
involvement, cell count, liver function, renal
function, bone radiography and abdominal
ultrasound were performed. The data analysis
was performed with excel 14.7.7 .
Results: The average age of our patients was
27 months (with extremes ranging from 4
months to 3 years). The sex ratio was 4 (4 boys
and 1 girl). No family history was present in the
children. The age of onset of the disease ranged
from 4 months to 15 months. No child had a
birth injury. For these 5 patients, the diagnosis
of MC was clinically suspected. The Darrier
sign was positive in 2 cases. Both children
hadmastocytosis like
MCMP.
The
histopathological study of cutaneous biopsies
confirmed the diagnosis of CM in all cases.
The immunohistochemical study, made in 3
cases, mounted a diffuse and intense positivity
to
CD-117
(C-kit). The anatomo-

clinical confrontation made it possible to retain
the diagnosis of MCMP in 3 patients (Figure
1). In 1 child, it was a mastocytoma (Figure 2)
and the last patient presented both urticaria
pigmentosa lesions in its bullous form
associated
with mastocytosis lesions papulo nodular (Figure 3). No patients had extracutaneous manifestations of the disease. The
assessment of systemic involvement was
negative in all children. All patients were put on
H1
antihistamines
and
3
of
them
on dermocorticoid too.

Figure 1 : Maculopapular cutanuous mastocytosis
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Figure 2 : Mastocytoma

Figure 3: Urticaria pigmentosa
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Discussion: Pediatric cutaneous mastocytosis is
a rare and benign disease, with varied clinical
presentation. The incidence of the disease
shows the variability between studies (1 / 2008000) (6,7). One of the studies in Turkey
conducted by Seraslan et al. Detected a high
prevalence rate 1/234 (8).
In our study, the ratio of boys to girls was 4.
Our results were in agreement with the results
of the literature in which there was always a
male predominance (5 , 6.9 ). However, the
female frequency was higher in other studies
(8,10).

Figure 3: Urticaria pigmentosa
Family history is rare in mastocytosis . About
50 familial CAs have been reported (1112 ). There was no family history in our study.
Skin
lesions
usually
occur
early
in cutaneous mastocytosis . In
the Middelkamp et al. Study , 50%
of
the
lesions started before the age of 2, 14% between
2 and 15 years and 36% as adults (5). In the
study byAkoglu et al., Lesions started in the
first 6 months of life and 78.2% of lesions
started before 13 months. In addition, no
congenital clinical type was detected in these
studies (10). In our study, the lesions began
before the age of 15 months and no congenital
form was detected. Our results were consistent
with the results of the literature .
The
clinical
types
of cutaneous
mastocytosis are MCMP, MCD and MS. Speci
al forms of MCMP include plaque shape,
nodular form, and TMEP (3,4). The frequency
of subtypes shows differences in different
studies. Previous studies reported that 80% -

85.7% of patients developed MCPM and 20% 21.4% of them had MS (8.10). In our study, the
most common form is MCMP. The cutaneous
lesions may be red or brown papules, plaques or
nodules. MPCM usually does not involve
the palmoplantar region , the face and the scalp
(2 , 13, 14 ). Bullous mastocytosis includes
bubbles that appear on skin without prior injury
as mastocytosis with bubbles occurs on papular
or nodular lesions. Note that bullous lesions can
occur in all forms of mastocytosis. The bubbles
can be tense and / or bleeding. They heal
without leaving scars.The number of lesions is
usually correlated with the severity of the
disease. As in our case, children with a bullous
lesion as a first manifestation have a poor
prognosis and are a prognostic factor.
Darier's sign is
an
erythematous
and
urticarial rash surrounding lesions that occur
as a result of mast cell degranulation and the
release of the inflammatory mediator induced
by
minor
trauma
(11). Serarslanet
al. found positivity sign Darier in 92.9% of
patients and Akoğlu et al. In 89.5% of patients
(8,10). In our study, we found the positivity
of Darier's sign in 40% of cases.
Histopathological examination of cutaneous ma
stocytosis showed intense infiltration of mast
cells into the dermis and around the blood
vessels. In the MCMP, the mast cells are
generally distributed in a dispersed manner
around the blood vessels. In MS, mast cells
generally cluster around blood vessels and
sometimes in the subcutaneous tissue. Mast cell
infiltration can be demonstrated by staining
with hematoxylin and eosin. Giemsa staining
and toluidine blue can be used to color the
metachromatic granules in mast cells.
Histochemical staining such as chloroacetate
esterase or immunohistochemicalstaining such
as C-kit (CD117) may be used for further
studies (8, 11).
Cutaneous mastocytosis usually
heals
spontaneously and should rarely be treated. The
first step in the treatment is to avoid
the triggering factors that may cause the release
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of the mast cell mediator. Medical treatments
include H1 and H2 antihistamines, mast cell
stabilizers such as ketotifen and cromolyn
sodium, topical corticosteroids, PUVA and
narrow-band UVB therapy (2,3,11,15). In our
study
we
used
H1
antihistamines
and dermocorticoids. The treatment options for
systemic involvement are chemotherapy and
interferon alpha (16).
In
children,
mastocytosis
recovers
spontaneously at puberty (17). Our patients are
always followed in consultation.
Evaluation of systemic involvement can be
made by measurements of serum tryptase
levels; a rate greater than 20 ng / mL is a minor
criterion for
systemic
mastocytosis (7).
The serum tryptase levels is important in the
diagnosis and clinical monitoring (7, 18,19).
Serum tryptase is generally negative for celiac
patients
and
elevated
in
patients
with systemic mastocytosis (1). Increased levels
of mast cells derived from prostaglandin D2,
heparin levels and increased serum and urinary
levels
of
N- methylhistamine and
nmethylimidazole acetic acid can be observed in
patients with systemic involvement (11). In our
study, we were unable to retrospectively
evaluate serum levels of tryptase , heparin or
histamine metabolites in our patients.
Conclusion:
Mastocytosis is
a
rare
disease. The
cutaneous
form
of mastocytosis usually has a benign course, but
systemic damage can be fatal. Mastocytosis of
childhood
has
a
better
prognosis
than mastocytosis in
adults.Systemic
involvement associated with mastocytosis is
more
common
in adult mastocytosis . The
diagnosis is usually based on the clinical
results. Further studies involving a large number
of patients with this rare disease should be
performed to establish standardized criteria for
clinical analysis, follow-up recommendations
and to develop new therapeutic approaches
for mastocytosis .
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