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Juvenile xanthogranuloma of the nasal cavity
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Abstract
Juvenile xanthogranuloma is a benign, normolipaemic, self-healing condition and a type of histiocytosis that
occurs most frequently in infants and children. This condition usually presents with solitary or multiple
cutaneous lesions and occasionally with visceral lesions. We report a case of juvenile xanthogranuloma
occurring in the nasal cavity. We believe this is the �rst report, in the English literature, of juvenile
xanthogranuloma occurring in this site.
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Introduction

Juvenile xanthogranuloma was �rst described in 1905 by
Adamson who noticed multiple bright yellow coloured
papules in a two and a half-year-old male child and termed
the entity congenital xanthoma multiplex.1 In 1912
McDonagh described a series of �ve cases and coined
the term naevo-xanthoendothelioma as he considered
them to be of endothelial origin.2 In 1954 Helwig and
Hackney proposed the term juvenile xanthogranuloma to
describe the histopathological picture more accurately.3

Juvenile xanthogranuloma is an uncommon benign
disorder occurring in infancy and childhood, characterized
by single or multiple cutaneous nodules. The lesions most
commonly occur in the head and neck region, followed by
the upper torso, the upper extremities and the lower
extremities.4

Extracutaneous lesions and visceral involvement have
been reported,5 ,6 the most common extracutaneous site
being the eye. We report a rare case of juvenile
xanthogranuloma occurring in the nasal cavity.

Case report

A 14-year-old boy was referred with a history of
progressive right-sided nasal obstruction for three months.
There were no associated symptoms. Examination of the
nose revealed an approximately 0.5.cm diameter solid
lesion just below the anterior end of the inferior turbinate
in the right nasal cavity. The lesion was smooth surfaced,
non-tender and did not bleed on touch, although there
were some small blood vessels running up towards the
lesion. The solid mass was excised and submitted for
histopathological examination.

Microscopic examination of the lesion revealed sheets of
histiocytes punctuated by ‘Touton’ giant cells. Scattered
amongst these histiocytes were many lymphocytes and
eosinophils (Figure 1). Based on the above �ndings the
diagnosis of juvenile xanthogranuloma was made.

There were no cutaneous lesions and haematological
investigations, including lipid pro�le, were within normal
limits. Examination by an ophthalmologist did not reveal

any signs of ocular involvement. Six months post-opera-
tively the patient remains well and there is no sign of
recurrence.

Discussion

Juvenile xanthogranulomas are benign tumours of histio-
cytic cells classi�ed under Class II histiocytosis.7 They
occur predominantly in infancy and childhood and regress
spontaneously. Juvenile xanthogranuloma presents as
well-demarcated, �rm, rubbery, round or oval, yellow-
orange to red-brown cutaneous nodules ranging from a
few millimeters to several centimeters in diameter. The
majority (82 per cent) of cases present as single lesions8

and most frequently occur in the head and neck region.8 – 1 0

A male predominance has been noted.8 ,1 0

Extracutaneous lesions have been reported by many
authors. The eye is the extracutaneous site most frequently
involved, with other affected organs including the pericar-
dium,5 liver, lungs,6 kidney, ovary and testis. In the head and
neck region, juvenile xanthogranuloma has been reported to
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Fig. 1
Photomicrograph showing multiple Touton giant cells in a

background of sheets of histiocytes (H & E; 3 40).
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occur in the oral cavity,11–14 temporal bone,15 nasopharynx16

and larynx.17 A congenital, giant juvenile xanthogranuloma
localized to the nose has also been described.18

Juvenile xanthogranulomas are characterized microsco-
pically by a mixture of histiocytes, giant cells and scant acute
in�ammatory cells. Histiocytes are the preponderant cells,
are usually well differentiated and frequently contain lipid.9

Although not speci�c, the Touton giant cells showing the
typical wreath of nuclei surrounded by foamy cytoplasm is
characteristic of juvenile xanthogranuloma. Depending on
the age of the lesion, the number of Touton cells is variable
in different areas of the same lesions and may be absent.
Histologically the lesions could be distinguished as showing
recognisable patterns, xanthogranulomatous, xanthoma-
tous, �brohistiocytic or combined.8 The immunohistochem-
ical analysis shows that xanthogranulomas are positive for
Factor XIIIa, KP1, KiM1P, HAM 56, HHF 35 and vimentin,
whereas they are negative for S-100 protein, MAC 387, Leu
M1 and desmin.19

Several disorders with similar chemical and histopatho-
logical features have to be considered in the differential
diagnosis of juvenile xanthogranulomas. Histiocytosis X,
the �rst to be excluded, is characterized by the presence of
cleaved or indented nuclei closely apposed to and often
with invasion of the overlying epidermis seen on light
microscopy, as well as Birbeck granules on electron
microscopy.

The immunohistochemical stain for S-100 protein is a
valuable tool for differentiating juvenile xanthogranuloma
from histocytosis X, as the latter cells show a strong
positive staining for S-100 protein.9 Benign cephalic
histiocytosis, generalized eruptive histiocytoma, papular
xanthoma, xanthoma disseminatum and tuberous
xanthoma are all to be considered. Malignant tumours,
such as rhabdomyosarcoma, �brosarcoma and malignant
�brohistiocytoma should be thought of in the differential
diagnosis of juvenile xanthogranuloma located in the deep
tissues.4 The immunohistochemistry �ndings may help to
establish a correct diagnosis in atypical variants of
xanthogranuloma and to differentiate them from other X
and non-X histiocytic and �brohistiocytic lesions.1 9

Two important conditions associated with juvenile
xanthogranulomas are neuro�bromatosis2 0 and chronic
myelogenous leukaemia.2 1 ,2 2 Children with juvenile
xanthogranuloma and neuro�bromatosis have a higher
risk of developing leukaemia.2 3 Juvenile xanthogranuloma
is also reported to be associated with urticaria pigmen-
tosa.2 4 There is no metabolic abnormality associated with
juvenile xanthogranuloma.

Given the fact that the eye is the most frequently
affected extracutaneous site, examination by an ophthal-
mologist is necessary. The ocular lesions may be treated by
surgery, radiotherapy or with steroids.2 5

Conclusion

The self-healing nature of juvenile xanthogranuloma does
not necessitate any treatment. The lesion may be excised
for diagnostic or cosmetic reasons. However, if sympto-
matic, as in our case, surgical removal may be necessary.1 5
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