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Abstract
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Diffuse juvenile xanthogranuloma (DJX) is a rare non-Langerhans histiocytosis characterized by the presence of multiple
yellowish papules and nodules on the skin. It mainly affects children and young adults, with a slight predominance in
males [1]. the lesions can occur anywhere on the body but are commonly found on the face, neck, and trunk. They are
usually painless and may be asymptomatic. DJX can also involve other organs, such as the liver, spleen, and bone marrow,
although this is less common. The exact cause of DJX is not well understood, but it is thought to be related to an abnormal
immune response [2]. we report here a new case of diffuse juvenile xanthogranuloma.
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Introduction

Juvenile xanthogranuloma (JXG) is a benign non- Langerhan-
sian histiocytosis that classically presents as yellowish skin
nodules due to accumulation of lipid-laden macrophages. It is
usually unique but multiple or even disseminated forms have
been described. We report here a new case of diffuse juvenile
xanthogranuloma.

-

Figures 1-2-3: Clinical features of skin lesion. Diffuse crimson papules on the face, trunk and extremities.

Observation

A 17-month-old female, with no previous pathological history,
She was born at 40 weeks’ gestational age, without any abnor-
mality or history of trauma at birth. Presented with a diffuse
asymptomatic eruption of progressive onset since the age of 4
months. Dermatologic examination revealed well- limited,
firm, infiltrated, rounded to oval, orange papules that ranged
from 0.5 to 2 cm in diameter on the face, trunk, upper and
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lower extremities (Figures 1, 2 and 3) sparing the palmoplan-
tar region and without mucosal involvement. Darier’s sign was
negative, there was no milky coffee spot or other associated
skin lesion and no palpable adenopathy. Immunohistochem-
istry yielded results immunoreactive for CD68, weak focal
positivity for S-100 protein, but showed negative for Langerin.
These results confirmed that the histio- cytes are non-Langer-
hans cells. There was no other systemic involvement or evi-
dence that could point to NF1. Spontane- ous regression was
observed, justifying therapeutic absten- tion with close clinical
monitoring.

Discussion

Juvenile xanthogranuloma (JXG) is a rare proliferative skin
dis- order in the group of non- Langerhans cell histiocytosis
[3], it typically occurs in infancy or early childhood, although
adult- onset JXGs have been reported [4]. JXG may be present
at birth, but it mostly arises during the first year of life [5]. It
is char- acterized by one or more nodules with the predilec-
tion sites on the head and neck, although the appearance on
the trunk, extremities and extracutaneous locations has been
reported also [6]. Skin lesions are self- limited and vary in
size. They are reddish or yellowish benign papules or nodules,
histologically, JXG is composed of collections of histiocytes,
foamy cells and Touton giant cells. The diagnosis of JXG is
mainly clinical, but sometimes a biopsy analysis is required [7].
While JXGs classically present as a solitary entity, they can also
manifest as multiple lesions. Single JXGs typically present in
the first year of life, while multiple JXGs most commonly occur
as congenital lesions or in the first six months of life. Whereas
a single JXG can often be diagnosed by clinical presentation,
multiple JXGs are more challenging because they can mimic
disorders such as Langerhans cell histiocytosis (LCH), mollus-
cum contagiosum, and pyogenic skin infection The confirma-
tion of clinical diagnosis can be made by skin biopsy [8].

In these cases of multiple XGJ, rare extracutaneous involve-
ment has been reported. The most common is ocular involve-
ment, particularly hyphaema, in children under 2 years of age.
Other extracutaneous locations of JXG are the lung, heart, gas-
trointestinal system, central nervous system, adrenal gland,
pituitary gland, bones, bone marrow, and kidney [6].

Apart from complications related to extracutaneous involve-
ment, the prognosis is generally good and most cases followed
a benign course with spontaneous resolution, within a few
months or years, therefore a progression to fatal complictions
is possible. The cases resulting in fatality had wide spread in-
volvement of multiple organ systems and developed sequelae
including liver failure and sepsis, coagulopathy, and electro-
lyte disturbances liver failure and sepsis, coagulopathy, and
electrolyte disturbances [8].

Conclusion

JXG is a self-limited condition. Skin lesions usually resolve
spontaneously. Treatment is necessary in those with extracu-

taneous involvement who may have an increased morbidity.
JXG is rarely multiple, which is the originality of our observa-
tion, illustrating a clinically atypical observation of JXG by the
multilesional and multifocal nature of lesions.
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