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INTRODUCTION 

Mastocytosis is a neoplastic disorder characterized by 

clonal proliferation and accumulation of mast cells in one 

or more organs.1 According to the International Consensus 

Classification, it is divided into cutaneous and systemic 

forms.1,2 Cutaneous mastocytosis is the most common 

presentation in childhood and includes cutaneous 

mastocytoma, diffuse cutaneous mastocytosis, and 

maculopapular cutaneous mastocytosis (urticaria 

pigmentosa).3,4  

In paediatric patients, lesions usually appear within the 

first two years of life and often follow a benign course with 

partial or complete regression over time.5,6 However, 

neonatal onset and blistering may obscure the diagnosis 

and raise concern for other pigmentary or inflammatory 

dermatoses. Histopathological confirmation is helpful in 

atypical presentations. 

CASE REPORT 

A 10-month-old male presented with disseminated 

pigmented plaques involving the left side of the back, 

lower abdomen, right inguinal region, and ipsilateral knee. 

Six brown plaques measuring 2–3 cm in diameter were 

observed, with well-defined borders and smooth surfaces; 

two exhibited central eutrophic scars (Figures 1a-c). No 

lymphadenopathy or visceromegaly was detected. Darier’s 

sign was not elicited. 

According to the mother, the child had developed a blister 

on the right knee at birth, which evolved into a 

hyperpigmented lesion. Additional plaques appeared 

progressively over the following months. 

ABSTRACT 

 

Cutaneous mastocytosis is a clonal disorder characterized by abnormal accumulation of mast cells in the skin. 

Maculopapular cutaneous mastocytosis (urticaria pigmentosa) is the most common form in children and usually presents 

within the first two years of life. Neonatal onset and blistering may complicate recognition and mimic other pigmentary 

dermatoses. We report a 10-month-old male with six well-defined brown plaques measuring 2–3 cm, two with central 

scars. A blister was noted at birth on the knee, followed by progressive lesion development. Physical examination 

revealed no lymphadenopathy or visceromegaly. Histopathology demonstrated dense dermal mast cell infiltration with 

metachromatic granules on Giemsa staining, confirming maculopapular cutaneous mastocytosis. The patient was 

treated with oral ketotifen with stable disease at six-month follow-up. Early recognition is essential to ensure appropriate 

counseling, monitoring, and avoidance of unnecessary investigations.  

 

Keywords: Maculopapular cutaneous mastocytosis, Urticaria pigmentosa, Pigmented plaques 

1Division of Dermatology, Hospital General Dr. Manuel Gea González, Mexico City, Mexico 
2Department of Dermatopathology, Hospital General Dr. Manuel Gea González, Mexico City, Mexico  
  

Received: 15 May 2026 

Revised: 14 July 2026 

Accepted: 18 August 2026 

 

*Correspondence: 

Dr. Ana L. Ramírez-Terán, 

E-mail: analaudermagea@gmail.com 

 

Copyright: © the author(s), publisher and licensee Medip Academy. This is an open-access article distributed under 

the terms of the Creative Commons Attribution Non-Commercial License, which permits unrestricted non-commercial 

use, distribution, and reproduction in any medium, provided the original work is properly cited. 

      DOI: https://dx.doi.org/10.18203/2349-3291.ijcp20262977 

 



Flores-Leonel AM et al. Int J Contemp Pediatr. 2026 Sep;13(9):1838-1840 

                                                    International Journal of Contemporary Pediatrics | September 2026 | Vol 13 | Issue 9    Page 1839 

An incisional biopsy from a shoulder plaque revealed 

dense dermal infiltration extending from the papillary to 

the mid-reticular dermis (Figure 1d). The infiltrate 

consisted predominantly of mast cells with basophilic 

cytoplasm and granules. Giemsa staining demonstrated 

metachromatic granules within the cytoplasm (Figure 1e), 

consistent with maculopapular cutaneous mastocytosis. 

Treatment with oral ketotifen (0.05 mg/kg every 12 hours) 

was initiated. After six months of follow-up, no new 

lesions had developed and the clinical course remained 

stable. 

 

Figure 1: (a) Brown plaque measuring 3 cm in 

diameter on the right knee, with well-defined borders 

and a smooth surface, showing a central eutrophic 

scar; (b) three brown plaques distributed over the 

lower abdomen, right inguinal region, and knee; (c) 

three brown plaques on the left side of the back, one 

exhibiting a central eutrophic scar; (d) skin biopsy 

specimen from a shoulder plaque stained with 

hematoxylin and eosin (original magnification ×10), 

showing dense dermal cellular infiltration; and (e) 

Giemsa-stained section (original magnification ×40) 

demonstrating mast cells with cytoplasmic 

metachromatic granules. 

DISCUSSION 

Maculopapular cutaneous mastocytosis typically presents 

as yellow-brown to reddish-brown macules or papules, 

predominantly affecting the trunk. Mechanical stimulation 

may induce urtication (Darier’s sign) and, in some cases, 

blistering due to mast cell mediator release.3,7 Although 

suggestive, Darier’s sign should be elicited cautiously, as 

mediator release can provoke systemic symptoms in 

susceptible individuals.3 

Blistering at onset, particularly in neonates, may 

complicate recognition and broaden the differential 

diagnosis.8 Conditions such as post-inflammatory 

hyperpigmentation, café-au-lait macules associated with 

neurofibromatosis, Langerhans cell histiocytosis, 

pigmentary incontinence, lentigines, and melanocytic nevi 

should be considered.7 

Initial evaluation should focus on excluding systemic 

involvement. Physical examination must assess 

hepatosplenomegaly and lymphadenopathy. 

Complementary studies may include complete blood 

count, liver function tests, and abdominal ultrasound when 

clinically indicated.7 Baseline serum tryptase levels are 

usually normal or only mildly elevated in isolated 

cutaneous forms; persistent elevation warrants further 

evaluation.7 

Histologically, cutaneous mastocytosis demonstrates 

dermal infiltrates of mast cells arranged in perivascular, 

interstitial, or nodular patterns. Special stains such as 

Giemsa highlight metachromasia and facilitate 

identification.3 Avoiding vigorous manipulation before 

biopsy is recommended, as degranulation may interfere 

with histopathological interpretation.3 

Management is primarily symptomatic and preventive. 

Education regarding avoidance of triggers—including 

friction, sudden temperature changes, infections, and 

certain medications such as NSAIDs or opioids—is 

essential.3,10 Oral H1 antihistamines are first-line therapy 

for pruritus and erythema.3 Ketotifen is a dual-action H1 

antihistamine and mast cell stabilizer that has been used in 

the symptomatic management of mastocytosis and other 

mast cell-related disorders.9 The prognosis in paediatric 

cutaneous mastocytosis is generally favorable, with many 

cases stabilizing or regressing over time.5 

CONCLUSION  

This case highlights an atypical presentation of paediatric 

maculopapular cutaneous mastocytosis with neonatal 

blistering onset, which expands knowledge about the 

clinical diversity of this entity and its implications for an 

accurate and timely diagnostic approach. Careful 

evaluation to exclude systemic involvement, combined 

with symptomatic treatment and avoidance of known 

triggers, remains the cornerstone of management. The 

favorable clinical course observed during follow-up is 

consistent with the generally benign prognosis of 

childhood cutaneous mastocytosis, underscoring the 

importance of early diagnosis, appropriate counseling, and 

regular monitoring. 

Funding: No funding sources 

Conflict of interest: None declared 

Ethical approval: Not required 

REFERENCES 

1. Arber DA, Orazi A, Hasserjian RP, Borowitz MJ, 

Calvo KR, Kvasnicka HM, et al. International 

Consensus Classification of Myeloid Neoplasms and 

Acute Leukemias: integrating morphologic, clinical, 

and genomic data. Blood. 2022;140(11):1200-28. 

a b c 

d e 



Flores-Leonel AM et al. Int J Contemp Pediatr. 2026 Sep;13(9):1838-1840 

                                                    International Journal of Contemporary Pediatrics | September 2026 | Vol 13 | Issue 9    Page 1840 

2. Valent P, Akin C, Metcalfe DD. Mastocytosis: 2016 

updated WHO classification and novel emerging 

treatment concepts. Blood. 2017;129:1420-7. 

3. Swarnkar B, Sarkar R. Childhood cutaneous 

mastocytosis: revisited. Indian J Dermatol. 

2023;68(1):121.  

4. Ben-Amitai D, Metzker A, Cohen HA. Pediatric 

cutaneous mastocytosis: a review of 180 patients. Isr 

Med Assoc J. 2005;7(5):320-2. 

5. Méni C, Bruneau J, Georgin-Lavialle S, Le Saché de 

Peufeilhoux L, Damaj G, Hadj-Rabia S, et al. 

Paediatric mastocytosis: a systematic review of 1747 

cases. Br J Dermatol. 2015;172(3):642-51.  

6. Fokoloros C, Xepapadaki P, Papadavid E, Katoulis 

A, Pappa V, Papageorgiou S, et al. Mastocytosis in 

the Skin: Disease Heterogeneity among Children and 

Adults. Acta Derm Venereol. 2023;103:adv00845.  

7. Brockow K, Bent RK, Schneider S, Spies S, Kranen 

K, Hindelang B, et al. Challenges in the diagnosis of 

cutaneous mastocytosis. Diagnostics (Basel). 

2024;14(2):161.  

8. Eichenfield LF, Honig PJ. Blistering disorders in 

childhood. Pediatr Clin N Am. 1991;38:959-76. 

9. Slapnicar CA, Smeenk CS, Hicks LK, Petrucci J, 

Vadas P, Trinkaus M. A retrospective case series 

describing the efficacy of ketotifen in systemic 

mastocytosis. Blood. 2018;132(Suppl 1):5474. 

10. Heinze A, Kuemmet TJ, Chiu YE, Galbraith SS. 

Longitudinal Study of Pediatric Urticaria 

Pigmentosa. Pediatr Dermatol. 2017;34:144-9. 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

Cite this article as: Flores-Leonel AM, Elizalde-

Jiménez IG, Sánchez-Cardenas CD, Ramírez-Terán 

AL. Neonatal-onset maculopapular cutaneous 

mastocytosis presenting with pigmented plaques in an 

infant. Int J Contemp Pediatr 2026;13:1838-40. 


