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Juvenile xanthogranuloma of the nose
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Juvenile xanthogranuloma is a type of non-Langerhans cell histiocy-

tosis that occurs most frequently in infants and children. It is usually

asymptomatic and can present as either a cutaneous or extracuta-

neous lesion. The present case is believed to be the first reported in

the English literature of juvenile xanthogranuloma presenting as an

ulcerated bleeding lesion on the dorsum of the nose.
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Xanthogranulome juvénile du nez

Le xanthogranulome juvénile est un type d'histiocytose non langerhansi-

enne qui affecte davantage les nourrissons et les enfants. Il est en général

asymptomatique et peut se manifester par une lésion cutanée ou extracu-

tanée. Le cas de xanthogranulome juvénile présenté ici serait le premier à

avoir été signalé dans la littérature de langue anglaise sous la forme d'une

lésion ulcérée sanguinolente au niveau de l'arête du nez.

Juvenile xanthogranuloma (JXG), previously known as
nevoxanthoendothelioma, was first described by Adamson

in 1905 (1). JXG is a type of non-Langerhans cell histiocytosis
(non-LCH) that can either present as a single or multiple,
cutaneous or extracutaneous lesion. It is a benign condition,
usually asymptomatic, and frequently occurs in the head and
neck area. A case of a patient with cutaneous JXG of the nose
is presented, along with a discussion of the histological features
and the different options of management.

CASE PRESENTATION
A 10-month-old male patient, previously healthy, was presented
to the plastic surgery clinic at The Hospital for Sick Children,
Toronto, Ontario with a two-month history of a gradually
enlarging midline lesion on the dorsum of the nose. The lesion
had a friable bleeding surface with no history of trauma. On
examination, there was a 1.0 cm × 1.0 cm well-defined, red,
papular, ulcerated lesion on the dorsum of the nose covered
with a blood clot (Figure 1). The lesion was purely cutaneous
and not attached to the underlying muscle or bone. The rest of
the clinical examination revealed a large café-au-lait macule
on the left thigh and Mongolian spots on the upper and lower
back and left forehead. A resolving hemangioma was noticed
on the right abdomen.

A magnetic resonance image showed a well-defined soft tis-
sue lesion measuring 12 mm × 10 mm × 6.4 mm that was situ-
ated midline and to the left of the nose. The lesion was of
intermediate signal intensity on T1 and T2 weighted imaging
and enhanced moderately with contrast. It was of low signal on
diffusion weighted imaging.

The decision was made to perform an excisional biopsy to
achieve a definite diagnosis. A circular portion of skin, 1.1 cm
in diameter and 0.9 cm in thickness, was received by the

pathologist. The epidermal surface was markedly ulcerated,
and on cut section, the dermis was replaced by a firm, yellow
nodule that did not involve the deep margin. On histological
examination, there was a highly cellular infiltrate immediately
below the ulcerated epithelium. This dense infiltrate formed a
solid mass occupying nearly the entire thickness of the dermis,
but there was a sharp demarcation at the deep margin where
the infiltrate had a rounded border and did not involve the
subcutis. The lateral margins were involved.

CASE REPORT AND REVIEW
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Figure 1) Preoperative photograph showing the ulcerated bleeding mass
at the base of the nose
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This cellular lesion consisted of predominantly mononu-
clear cells with a bean-shaped or reniform nucleus and pale
eosinophilic cytoplasm. There were focal areas where the
mononuclear cells were intermixed with spindle cells, foam
cells and multinucleated giant cells with Touton features
(Figure 2). Mitoses were rare, and no atypical forms were seen.
A few scattered lymphocytes, neutrophils and eosinophils were
present in the background. Immunohistochemical studies con-
firmed that the majority of the cells forming the infiltrate were
non-LCH: the cells were positive for vimentin, CD68 and
factor XIIIa, and negative for CD1a, S100, CD45 and CD34.
The morphology and immunohistochemical profile were diagnos-
tic of a JXG. Consequently, there was no need to get free margins
and the defect was left to heal by secondary intention (Figure 3).
The patient was evaluated by the hematology oncology team and
the neurofibromatosis team to role out associated neurofibromato-
sis type I or chronic myelogenous leukemia (CML).

DISCUSSION
JXG, although an uncommon condition, is considered to be
the most common non-LCH lesion, and usually occurs in the
head and neck region. It can either present as a solitary lesion

(in up to 80% of the cases) or multiple well-demarcated round
or oval lesions (2). They first appear as red-brown in colour but
they rapidly acquire a yellow hue (3). The lesions most com-
monly occur in the head and neck area (4), followed by the
upper torso, the upper extremities (5) and the lower extremi-
ties (6). In 5% of patients, JXG involves extracutaneous areas,
with a high tendency to affect the ocular region. Other sites
reported were the pericardium, liver, lung, kidneys, ovary and
testes (7). In the head and neck region, areas reported were the
oral cavity, nasal cavity (7,8), external auditory canal (9), tem-
poral bone, nasopharynx and larynx (7,10).

The age of onset follows a bimodal distribution, with a peak

in infancy and childhood and another between the third and

fourth decades (8). Although the infant type may regress spon-

taneously, adult types rarely do. Male sex is dominant in the

infant type (8). The triple association between JXG and both

neurofibromatosis type I and juvenile CML is an accepted prin-

ciple by most authors (11-14). Children with JXG and café-au-

lait spots have a 20- to 32-fold higher risk of having CML (12).
JXG can be divided into three categories depending on the

size of the lesion (15): papular (less than 10 mm); nodular
(10 mm to 20 mm); and macronodular (greater than 20 mm)

Benign cephalic histiocytosis, generalized eruptive histiocy-
toma, papular xanthoma, xanthoma disseminatum and tuber-
ous xanthoma are lesions to be considered in the differential
diagnoses. In addition, malignant tumours such as rhab-
domyosarcoma, fibrosarcoma and malignant fibrohistiocytoma
should be especially considered when JXG is located in the
deep tissues (16).

Histologically, JXG is a cellular histiocytic lesion consisting
of one or more of the three basic cellular types: mononuclear
cells with a reniform nucleus, multinucleated cells with or
without Touton features and spindle cells. It is important to
realize that JXG may have a varied microscopic appearance
that likely reflects the life cycle of the lesion and its capacity
for self-healing or regression (17). This presents a diagnostic
challenge to the pathologist, especially in lesions without the
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Figure 3) Two weeks postoperative photograph of the defect left to heal
by secondary intention

Figure 2) High magnification demonstrating cellular dermal infiltrate
consisting of plump histiocytes, Touton multinucleated giant cells, scat-
tered lymphocytes (A) and foamy macrophages (B) (hematoxylin and
eosin stain, original magnification ×400)
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giant cells or foam cells (18). Early lesions may show large
accumulations of histiocytes without any lipid infiltration
intermingled with only a few lymphocytes, plasma cells and
eosinophils. In mature lesions, a granulomatous infiltrate is
usually present, containing foam cells, foreign-body and/or
Touton giant cells, histiocytes, lymphocytes and eosinophils.
In the cutaneous lesions, there is often global replacement of
the dermis by this cellular infiltrate, and a pushing cellular bor-
der is seen between the dermal and subcutaneous tissues.

Although the histological pattern may be inconsistent
among different JXG lesions, the immunophenotype is rela-
tively constant with the characteristic profile for non-LCH:
positive reactivity for vimentin, CD68 and factor XIIIa and
negative for CD1a. It is important to differentiate between
LCH and JXG, because the latter has a greater potential for
spontaneous regression than does LCH (15,17,19). The patho-
genesis is not clear. Some reports have associated JXG with
infection but most evidence showed that it is a reactive granu-
lomatous response (5,7).

Options in treating this condition depend on the size and
the clinical presentation, and can be summarized as follows:

• Conservative: especially in the asymptomatic infantile
type lesions that are self-limiting in a period of three to
six years (18);

• Steroids: early treatment with subconjunctival
injection of steroids and topical steroid drops can result
in regression of lesions involving the iris (20). The use
of systemic steroids in these cases has been also reported
(21); and

• Surgical excision: the most common form of treatment
is an excisional biopsy, and it is recommended for either
symptomatic lesions or for cosmetic purposes.

CONCLUSION
The pathological nature of JXG was discussed and an unusual
case of an ulcerated nasal JXG was presented. JXG is an
uncommon benign lesion, commonly occurring in the head
and neck area. Surgical excision without achieving a com-
pletely free margin is an acceptable method of treatment.
The wounds can be left to heal by secondary intention with a
satisfactory aesthetic result.
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