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Urticaria pigmentosa in monochorionic 
twins

Sir,
Mastocytosis is a rare clonal disease of the hematopoietic 
stem cells characterized by accumulation and proliferation of 
mast cells.1 The disease manifests itself either as cutaneous 
mastocytosis affecting only the skin, or as systemic 
mastocytosis affecting multiple organs.2 The abnormal 
accumulation of mast cells is mostly seen on the skin. The 
World Health Organization currently recognizes three 
main subforms of cutaneous mastocytosis: maculopapular 
cutaneous mastocytosis = urticaria pigmentosa, diffuse 
cutaneous mastocytosis and the mastocytoma of skin.3,4 
According to the EU/US consensus group, maculopapular 
cutaneous mastocytosis can be divided into two variants: 
monomorphic maculopapular cutaneous mastocytosis and 
polymorphic maculopapular cutaneous mastocytosis.5

Familial cutaneous mastocytosis is rare and about 100 
familial cases were reported until 2018, of which, at least 10 
were monozygotic twins.6,7

A pair of ten‑month‑old female monochorionic twins were 
admitted to our clinic (Department of Dermatology, Van 
Yuzuncu Yil University, Faculty of Medicine, Van, Turkey) 
with skin eruptions seen predominantly on the trunk, face 
and extremities. Their history revealed that the skin eruptions 
were present at birth and were given no treatment. No itching, 
flushing, diarrhea or syncope was reported.

Dermatological examination of the twins revealed 
yellow‑tan, reddish‑brown plaques on the extremities and 
bullae overlying some of the plaques [Figure 1]. Although 
Darier’s sign was positive in both infants, they showed no 
signs of hepatosplenomegaly, lymphadenopathy or edema. 
Skin biopsy revealed a diffuse infiltrate of mast cells in 
the upper dermis with hematoxylin–eosin stain. CD117 
staining was positive and toluidine blue stain confirmed 

the diagnosis [Figures 2–4]. The patients were referred to 
the pediatric out‑patient clinic for looking into systemic 
involvement.

A complete blood cell count and biochemical profiles 
were within normal limits. For systemic involvement, 
abdominopelvic ultrasonography, trans‑fontanel 
ultrasonography, chest radiography and cerebral magnetic 
resonance imaging were performed; all revealed normal 
findings. Patients were diagnosed as urticaria pigmentosa 
based on the clinical and histopathological findings. The 
patients were not started on any medications as they had 
only skin findings; however, they were placed on regular 
follow‑up.

Mastocytosis, a disease characterized by clonal proliferation 
of mast cells in one or multiple organs, may lead to various 
clinical manifestations. Mastocytosis is defined in two main 
forms: cutaneous mastocytosis (involvement of skin alone) 
and systemic mastocytosis with involvement of the organs 
such as the liver, spleen and/or bone marrow.2,3,6

Cutaneous mastocytosis is a very rare disease that usually 
occurs sporadically. The prevalence of the cutaneous 
form has been reported with variations. Kiszewski et al. 
reported a prevalence of 1 in 500.1 Familial cutaneous 
mastocytosis is rare and about 100 familial cases were 
reported until 2018, at least 10 of these cases were 
monozygotic twins.4,7 Urticaria pigmentosa, the most 
common form of cutaneous mastocytosis, also known as 
maculopapular cutaneous mastocytosis, is mainly seen in 
children. The lesions may be present at birth and often 
develop from early infancy to the age of two. Ben‑Amitai 
et al. have demonstrated that the lesions of urticaria 
pigmentosa are present at birth in 20% of the pediatric 
cases of cutaneous mastocytosis and the majority of the 
lesions usually develop during the first year of life.2 In 
our case, the lesions were congenital.

The typical presentation of urticaria pigmentosa is with 
yellow‑tan to reddish‑brown macules or slightly raised 
papules scattered mainly on the trunk and legs with generally 
less involvement of the sun‑exposed areas. The disease 
generally spreads to palms, soles, face and scalp, especially 
in adults. Dermatologic symptoms are pruritus, “flushing” 
and “bullae.” Bullae formation is almost uniquely seen in 
children.2,6 In our case, yellow‑tan to reddish‑brown plaques 
on face, trunk and extremities and some bullae were noted in 
both of the twins. Erythema and urticarial wheals induced by 
physical trauma (e.g., rubbing, friction) is known as Darier’s 
sign,8 which was positive in our case.Figure 1: Patients aged 10 months showing lesions of cutaneous mastocytosis



Letters to the Editor

Indian Journal of Dermatology, Venereology and Leprology | Volume 85 | Issue 5 | September-October 2019510

Since the course of the disease is benign, the main objective 
of the therapy is to reduce the release of mast cell mediators 
and to inhibit their effects, thereby controlling signs and 

symptoms. Patients with urticaria pigmentosa and the families 
should be informed that they should avoid hot baths, sudden 
temperature changes, physical stimulants, vigorous rubbing 
of the skin, anxiety and drugs including aspirin, codeine, 
opiates, alcohol and radiocontrast substances containing 
iodide, to prevent exacerbations.4,8

Childhood cases of urticaria pigmentosa have a good 
prognosis; systemic involvement is rare and usually 
spontaneously resolves until puberty.4 In our case, physical 
examination, laboratory and radiological examinations 
showed no evidence of systemic involvement.

Finally, although familial cases of urticaria pigmentosa, 
diffuse cutaneous mastocytosis and mastocytomas have 
been reported, to our knowledge, this is the first report of 
urticaria pigmentosa seen in twins at the same time, which 
suggests that this form of mastocytosis is also genetically 
determined.6,9‑11
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Figure 3: Mast cells were stained with CD117 (CD117 × 200)
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Figure 4: Mast cells were stained with toluidine blue (toluidine blue × 200)
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Atypical manifestations of  disseminated cutaneous 
botryomycosis mimicking dermatitis herpetiformis in an 
immunocompetent adult woman

Sir,
Botryomycosis is a chronic granulomatous reaction to 
bacterial infections. The lesions are characterized by multiple 
abscesses, sinus formation, fistulas and skin ulceration, mostly 
caused by Staphylococcus aureus. Appropriate antibiotics, 
surgical drainage and excision are common methods that are 
employed to treat botryomycosis.

A 40‑year‑old female presented to the Dermatology 
Outpatient Department of a tertiary care hospital, with a 
history of severely pruritic skin lesions over the upper and 
lower extremities and abdomen since 3 months. Lesions 
initially started over the left ankle as intensely pruritic red 
papules. Later, lesions appeared on the right leg and abdomen 
within a few days. There was history of serous discharge 
in a few lesions following scratching. No constitutional 
symptoms were present. There was no history of prior insect 
bite, trauma, gastrointestinal disturbances, diabetes or any 
chronic illness.

On physical examination, multiple erythematous excoriated 
papules, and few crusted lesions were seen in a bilaterally 
symmetrical distribution on the extensor aspect of forearms, 
lower legs, abdomen, buttocks and upper back. [Figure 1]. 
There were no lesions in the web spaces or over the genitalia 
and no family history of similar lesions. The diagnosis 
of scabies was ruled out and a provisional diagnosis of 

dermatitis herpetiformis was considered. Findings from 
routine blood investigations such as a hemogram, blood 
sugar profile, liver function and kidney function tests were all 
found to be within normal limits. Serological tests for HIV, 
HbsAg and hepatitis C virus antibodies were found negative. 
Histopathological examination from an excoriated papule 
on the ankle revealed a grain in the center of suppurative 
neutrophilic inflammation, in the mid‑reticular dermis, with 
a mild surrounding lympho‑histiocytic infiltrate. The granule 
was composed of clumped non‑filamentous cocci with a 
peripheral eosinophilic rim (hematoxylin and eosin, ×400). 
Periodic acid–Schiff staining was negative [Figure 2a and b].

Direct immunofluorescence was negative for IgG and IgA. 
Microbiological examination of the punch biopsy specimen 
showed no growth on culture. A diagnosis of cutaneous 
botryomycosis was made. The patient was continued on oral 
erythromycin and antihistamines for three more weeks along 
with topical fusidic acid and bland emollients, following 
which all the skin lesions healed with post‑inflammatory 
hyperpigmentation [Figure 3].

Botryomycosis is caused by Staphylococcal aureus, 
but several other organisms such as Pseudomonas 
aeruginosa, Escherichia coli, Proteus, Propionibacterium 
acnes, alpha‑hemolytic streptococci, peptostreptococci, 
Actinobacillus lignieresii and Moraxella nonliquefaciens 
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