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Abstract 

Mastocytosis is a rare disease. The cutaneous form is the most frequent. There are several clinical forms of cutaneous mastocytosis 

including the bullous form which is rare. We report a case of a 16-month-old girl, presenting pruriginous lesions, evolving since the 

age of 10 months, treated as bullous impetigo 2 times without improvement. The examination clinic had found post-bullous erosions, 

resting on healthy skin on the trunk; with hypo-pigmented cicatricial macules, Darier's sign and dermographism were positive. There 

were no other extra-cutaneous signs. Histology favored cutaneous mastocytosis in its bullous form. 
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Introduction 

 

 

Mastocytosis is a rare disease. There are dermatological and 

systemic forms. The cutaneous form is the most frequent. We 

report a case of cutaneous mastocytosis of the infant in its 

bullous form which is very rare. 

 

 

Patient and observation 

 

 

It was a 16-month-old girl born at term by caesarean section 

of non-consanguineous parents. She had pruritic fluid lesions, 

evolving since the age of 10 months, treated as bullous 

impetigo 2 times without improvement. The clinical 

examination had found post-bullous erosions (Figure 1), well 

limited, 1cm largest surmounted by hemorrhagic crusts in 

places, resting on healthy skin, sitting at the trunk, with 

hypopigmented macular scars (Figure 2). There was no 

appearance of bullous impetigo or mucosal involvement, 

Darier sign was (Figure 3) and the dermographism (Figure 4) 

were positive. Moreover, there were no other extra-cutaneous 

signs. The histology was in favor of cutaneous mastocytosis in 

its bullous form. Since there was no sign of systemic damage, 

no further examination was performed. We treated the infant 

with an oral antihistamine and topical corticosteroids and 

emollient cream and we explained to the mother hygiene 

measures to follow: avoid friction by wearing large cotton 

clothes. We issued a list of drugs and foods to avoid that 

induce a degranulation masctocyte. At a month's check, no 

bubbles or erosion were present, with a persistent sign of 

Darier. Surveillance was scheduled. 

 

 

Discussion 

 

 

Cutaneous mastocytosis is the most common form of 

mastocytosis [1]. They are characterized by proliferation and 

abnormal accumulation of mast cells in different tissues. They 

are thought to be associated with an activator-acquired point 

mutation of the tyrosine kinase receptor c-KIT, which is also 

the receptor for the main normal mast cell growth factor, the 

stem cell growth factor [2]. Several clinical presentations of 

cutaneous mastocytosis have been described. The bullous 

form is very rare. Bullous cutaneous mastocytosis can spread 

on all the integuments. The bubbles are tense, fragile and 

sometimes hemorrhagic; who healed without scar, intense 

pruritus and dermographism may be present. The Darier sign 

is pathognomonic of cutaneous mastocytosis [3]. Systemic 

damage is possible even though it is rare. It manifests by 

headache, dyspnea, gastrointestinal bleeding, flushes and 

sometimes hemodynamic instability or anaphylactic shock or 

sudden death. The serum tryptase assay can be performed but 

the predictive value of systemic involvement is difficult to 

assess in children. The benignity of the disease in the vast 

majority of cases makes the complementary examinations 

non-systematic [4]. The diagnosis can be confirmed by 

histology. The differential diagnoses are first bullous impetigo, 

staphylococcal epidermolysis, neonatal herpes simplex virus 

infection, hereditary epidermolysis bullosa, syphilis and 

bullous pemphigoid [5]. 

 

The peculiarity of our case is that the patient has been treated 

as impetigo several times which is a true differential diagnosis 

but the presence of a very important pruritus associated with 

a dermographism very pronounced on the clinical level, which 

prompted us to achieve Darier's sign was positive and 

pathognomonic for cutaneous mastocytosis. This has been 

confirmed by histology. The treatment is mainly based on the 

elimination of the factors favoring degranulation of the mast 

cells and which aggravate the symptoms [6] several food and 

drugs are incriminated. The codeine and morphine are among 

the best known and are to contraindicate, the pain itself can 

be a factor triggering [7] in anesthesia, the curares of the 

family of benzylisoquinolines, except cis-atracurium, are to be 

avoided since they are highly histamine liberators. At a lesser 

degree, nefopam and gelatine-based solutes are to avoid in 
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case of mastocytosis [7]. The antihistamines anti-H1 and anti-

H2 are used in first line of treatment and topical corticosteroid 

are also effective [8]. In severe forms, it is possible to use 

systemic corticosteroids even treatment with alpha interferon 

or with therapies cytoreductive [9]. In some cases, the interest 

of imatinib methylate has been shown [1] Children must be 

equipped with an injectable adrenaline pen for use in case of 

hypotension deep or choc [10]. 

 

 

Conclusion 

 

 

Bullous mastocytosis is an exceptional form of cutaneous 

mastocytosis. Its evolution is generally benign. The first cause 

of infantile bubbles is impetigo, but it is necessary to know 

how to evoke a bullous mastocytosis during the association of 

the bubbles with the dermographism and the sign of Darier to 

avoid the complications. 
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Figure 1: hypopigmented macular scars 

Figure 2: positive Darier sign 

Figure 3: positive dermographism 

Figure 4: post-bullous erosions on the back 
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Figure 1: hypopigmented macular scars 

 

 

 

 

 

 

 

 

http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Rogier%20Heide%5bauthor%5d+AND++Mastocytosis+in+Childhood
https://scholar.google.com/scholar?hl=en&as_sdt=0%2C5&q=+Mastocytosis+in+Childhood+Rogier+Heide&btnG=
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Silva%20I%5bauthor%5d+AND++Mastocytosis:+a+rare+case+of+anaphylaxis+in+paediatric+age+and+literature+review
http://scholar.google.com/scholar?hl=en&q=+Mastocytosis:+a+rare+case+of+anaphylaxis+in+paediatric+age+and+literature+review
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Murphy%20M%5bauthor%5d+AND++Bullous+mastocytosis:+a+fatal+outcome
http://scholar.google.com/scholar?hl=en&q=+Bullous+mastocytosis:+a+fatal+outcome
javascript:PopupFigure('FigId=1')


Page number not for citation purposes 5 

 

 
Figure 2: positive Darier sign 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

javascript:PopupFigure('FigId=2')


Page number not for citation purposes 6 

 

 
Figure 3: positive dermographism 
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Figure 4: post-bullous erosions on the back 
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