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Dermoscopy in the diagnosis of juvenile xanthogranuloma*
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Abstract: Juvenile xanthogranuloma is the most common form of non-Langerhans cell histiocytosis. It manifests clinically as
a red-yellow papule, usually showing spontaneous remission. The diagnosis is based on clinical and histological findings. We
report the use of dermoscopy (“setting sun” pattern) as an adjuvant tool in the diagnosis of juvenile xanthogranuloma in a
female patient presenting with a 2-month history of a pre-auricular papule.

Keywords: Histiocytosis; non-Langerhans cell; Xanthogranuloma, juvenile

CASE REPORT

We report the case of a 27-year-old female patient, present-
ing with a left pre-auricular asymptomatic erythematous papule
for two months (Figure 1). The patient was previously submitted to
shaving and electrocoagulation, but experienced recurrence in less
than one month. Her personal and family histories revealed no rel-
evant findings.

Dermatological examination revealed a well-defined ery-
thematous papule, 7mm in diameter, with a discrete yellowish cen-
ter and thin scaly halo, located in the left preauricular region (Figure
2). The lesion was not adhered to the deep plans and no enlarged
lymphnodes were palpated.

On dermoscopy, we observed a red-yellow center and a dis-
crete erythematous halo, characterizing the “setting sun” pattern, as
well as fine and branched telangiectasias, characteristic features of
juvenile xanthogranuloma (JXG) (Figure 3).

The lesion was excised under local anesthesia followed by
simple suture of the surgical wound.

Histopathological examination revealed localized dermal
proliferation of xanthomatous macrophages, sometimes multinu-
cleated, interspersed with mixed inflammatory infiltrate and fibro-
blasts (Figures 4 and 5). These findings, in correlation with clinical
examination and dermoscopy, supported the diagnosis of JXG.
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Ficure 1: Erythematous papule, 7mm in diameter, in the left pre-
auricular region
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FIGURE 4: Localized dermal proliferation of xanthomatous macro-
phages, sometimes multinucleated, interspersed by mixed inflam-
matory infiltrate and fibroblasts, compatible with the diagnosis of
juvenile xanthogranuloma (Hematoxylin & eosin, X40)

FiGure 3: Dermoscopy showing a papule with yellow-orange cen-
ter and an erythematous halo (arrow), characterizing the “setting
sun” pattern, with presence of arboriform telangiectasias (asterisk)

Complete blood cell count, lipidogram, computed tomogra-
phy of the chest and abdomen, and ophthalmologic evaluation were
within normal limits.

DISCUSSION

Histiocytosis encompasses a group of rare heterogeneous
diseases of unknown cause. They are characterized by the prolifera-
tion of histiocytes and are classified by the component cells that accu-
mulate in the affected tissue or organ. In Langerhans cell histiocytoses
(LCH) there is a predominance of CD1a+, langerin+, and 5100+ cells;
in non-Langerhans cell histiocytoses (non-LCH), there is a predomi-
nance of histiocytes that do not fit into this phenotypic profile.!

The Histiocyte Society, reviewing the classification of histio-
cytoses, proposes the division into five groups: (1) Langerhans-relat-
ed, (2) cutaneous and mucocutaneous, (3) malignant histiocytoses,
(4) Rosai-Dorfman disease, and (5) hemophagocytic lymphohistio-
cytosis and macrophage activation syndrome.?

FIGURE 5: Presence of mixed inflammatory infiltrate and Touton
cells (arrows), (Hematoxylin & eosin, X100)

JXG is the most common variant of non-LCH.? It may be
present at birth in 5-17% of the cases and in 40-70% of cases in the
first year of life. In infancy, there is a male predominance in a ratio of
1.5:1, with a tendency to spontaneous regression, which may result
in atrophy and hyperpigmentation.'** Although the term juvenile
xanthogranuloma is used, adult cases can occur, especially in pa-
tients between 20 and 30 years of age, with no sex predilection or
spontaneous regression.>’

It manifests clinically as a single, well-defined papule or
nodule, affecting mainly the head and neck.® In the early stages, it
has a pink to red coloration with variable yellowish tones and, in a
later stage, it acquires a brownish-yellow coloration and may devel-
op telangiectasias in the skin surface.?

Extracutaneous involvement occurs in 5-10% of the cases,
the eye being the most common affected site.’® However, the inci-
dence of ocular involvement in patients with exclusively cutaneous
JXG is low (0.3-0.5%), and does not warrant routine eye examina-
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tions.® Liver, lung, spleen, and other organs may also be involved.'?
Most systemic lesions resolves spontaneously. Investigation is only
recommended in the presence of clinical symptoms.” JXG may be as-
sociated with other diseases, such as neurofibromatosis type 1 and
juvenile chronic myeloid leukemia.'?

Dermoscopy is a noninvasive technique that has been used
in the diagnosis of JXG. The pattern described as setting sun is char-
acterized by a yellow-orange central area, which may show areas
of lighter yellow, correlating with the dermal xanthogranulomatous
infiltrate, and an erythematous halo, which may occur at any stage
of evolution.*® Linear telangiectasias have also been described, as
observed in the present case. Therefore, dermoscopy with polarized
light or the absence of pressure in dermoscopy with immersion oil
is important for its observation.” Other non-specific characteristics
found include discrete pigment network, whitish streaks indicating
areas of fibrosis, and fine, branched vessels.?
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