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A 4-month-old healthy boy was referred by primary 
health care services to our dermatology unit due to 
multiple progressively increasing congenital lesions in 
the left sternal region and in the left nasal wing. 
His parents denied any other symptoms, e.g. fever, 
anorexia, or weight loss or respiratory, gastrointestinal, 
or urinary complaints. A physical examination revealed 
multiple firm well-defined indurated erythematous and 
violaceous papular lesions in the left sternal region of 
about 6-7 mm each (Fig. 1) and smaller lesions on the 
left wing of the nose. There was no ocular involvement. 
The skin biopsy (Fig. 2) revealed the massive infiltration 
of the dermis by histiocytic cells, with epithelioid and 
fusiform morphology, arranged in bundles and nodules, 
separated by hyaline collagen. In addition, multiple 
scattered Touton-type multinucleated giant cells were 
distinguished. An immunohistochemical study revealed 
positivity for CD68 and CD163. Protein S100, CD1A, and 
Langerin revealed only rare scattered dendritic cells. 
The diagnosis of non-Langerhans cells histiocytosis was 

made. No analytical study was done, and no therapy 
was instituted. 
After 10 months of follow-up, the lesions of the nose 
were virtually imperceptible and the lesions in the 
sternal region became flat and yellowish (Fig. 3). 
Non-Langerhans cells histiocytosis is a rare and 
heterogeneous group of diseases that require a high 
level of suspicion for the diagnosis. In this case, the 
most likely diagnosis is juvenile xanthogranuloma, which 
usually regresses spontaneously after a few months 
or years, and no further therapeutic measures are 
required1-5.
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Figure 1. Lesions at 4 months old. Figure 3. Lesions at 15 months old.

Figure 2. Infiltrate composed of foamy histiocytes and multiple 
scattered Touton-type multinucleated giant cells (hematoxylin 
and eosin, x100).
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WHAT THIS REPORT ADDS

• Non-Langerhans cells histiocytosis is rare and requires a high 
level of suspicion for the diagnosis.
• Juvenile xanthogranuloma is on a spectrum of histiocytic 
disorders, which is necessary to differentiate from malignances in 
childhood by way of a biopsy.

• Most of these lesions usually regress spontaneously and do not 
require any further therapeutic measures.


