CASE REPORT

Congenital Juvenile Xanthogranuloma of
Foot, a Nodular Lesion: An Unusual Case in

2-month-old Infant
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ABSTRACT

A 2-month-old infant presented with a circumscribed nodule on left foot since birth. Excision biopsy showed juvenile
xanthogranuloma, an uncommon diagnosis in an unusual site; common sites being head and neck. Uncommon sites are groin,
genital organs, limbs and even internal organs. It carries a favorable prognosis.
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uvenile xanthogranuloma (JXG) is a disorder

of non-Langerhan’s cell group of histiocytic

proliferative  diseases.! It is an uncommon
benign soft tissue lesion first reported by Adamson.!
It presents as nodular or plaque like lesion in soft tissue
sites. Although head and neck are common sites; it can
involve all parts including groin, scrotum, genitals,
trunk, and proximal part of limbs, even internal organs
like lungs, liver and bone (Erdheim-Chester disease).
It is present at birth in approximately 5-35% of total
cases and rest usually present within 6-9 months of life.2

This case is being reported as it presented on dorsum
left foot, which is a rare site and was present since birth.
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A 2-month-old child presented with a well-defined
globular swelling of size 3 x 3 cm over dorsum of
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left foot just distal to the ankle joint (Fig. 1). It was
noted since birth and had remained stationary in size
since then. There were no other similar lesions and
no associated symptoms were present. Surface of the
swelling was shiny although there were no signs of
inflammation.?

Palpation of mass did not cause the infant any distress.
It was firm in consistency with well-defined edges, non-
fluctuant, nonpulsatile, not adherent to the skin and
underlying structure. No associated lymphadenopathy
was present. All routine blood investigations were
within normal limits. On X-ray, no bony lesion was
present. Magnetic resonance imaging report mentioned
a well-defined rounded mass in the subcutaneous
plain in dorsum of foot with low signal intensity
on T,-weighted images and high signal intensity on

_2_,__}, :

Figure 1. Shiny globular swelling over dorsum of left foot
showing flexion of great toe.

Asian Journal of Paediatric Practice, Vol. 2, No. 2, April-June 2021 21



I CASE REPORT

T,-weighted images, indicating no evidence of high
flow vessels with signal voids on these sequences.

Aspiration cytology done from lesion showed
scattered spindle cells with bland nuclei, foamy
cells suggestive of benign mesenchymal lesion.
Excision biopsy was advised for definitive
nomenclature.  Sharply defined noncapsulated
globular mass of size 2.5 x 2.5 cm was excised
from the subcutaneous plane. It was not involving
any of the neighboring structures (Figs. 2 and 3).
Microscopy revealed small fascicles composed of
spindle-shaped cells with presence of inflammatory
cells, plump foamy histiocytes and Touton giant cells.
The findings were consistent with JXG (Figs. 4 and 5).

Figure 2. Operative photograph showing tumor.

Figure 3. Operative photograph after removal of tumor from
subcutaneous plane.

Figure 5. Foamy histiocytes and inflammatory cells (H&E
400x).

DISCUSSION

JXG is a benign fibrohistiocytic lesion accompanied
by lipid deposits, first described by Adamson in
1905.! 1t is originally thought to be derived from
dermal dendrocytes. Solitary or multiple red-brown
papulonodules, 1-10 mm in diameter or larger are
found on the head and neck, upper part of the trunk
and proximal parts of the limbs.?

In the present case, the lesion was in dorsum of foot.
Cutaneous presentation, being most common, may
involve soft tissues as well as other organs.® In our
case, there was no organ involvement. JXG has been
documented in visceral organs such as lungs, bone,
genitalia, gastrointestinal tract (GIT), heart, eyes and
oral cavity>* JXG is a disease of young age with
median age of onset within 6-9 months, but lesion
may be present at birth in 5-35% of children. Children
below 6 months present with multiple nodules in
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head and neck region with male preponderance,
which is higher in young infants.! Severe congenital
systemic JXG has been reported in monozygotic twins.2
JXG is associated with diseases like neurofibromatosis
(NF-1), juvenile chronic myelogenous leukemia (CML),
other hematological malignancies, Niemann-Pick
disease and urticaria pigmentosa. This entity should
be separated clinically by various differentials like
hemangioma and NF (firm lesion, and with café-au lait
spot).>® Histopathological diagnosis is established on
the basis of the nodule showing poorly demarcated
dense histiocytic infiltrate involving the dermis and
up to 85% cases infiltrating deep tissue in subcutis
and sometimes skeletal muscles with variable number
of Touton giant cells. In the present case, the lesion
was excised from the subcutaneous plane. These
plump foamy histiocytes are large, polygonal or
spindle-shaped, with eosinophilic cytoplasm and
positive for CD68, HAM 56, vimentin, lysozymes,
a,-antichymotrypsin, but negative for smooth muscle
actin, CD34 and S100 protein.%” Staining for these
markers may be more intense at the periphery of the
lesion. Electron microscopy (EM) shows lipid vacuole,
lysosome, cholesterol clefts and myeloid bodies but
no Birbeck granules. Other histological variants like
spindle-cell xanthogranuloma with spindle-shaped
histiocytes arranged in a storiform pattern, scalloped-
cell xanthogranuloma with scalloped histiocytes with
homogenous cytoplasm are known.?

JXG, although presents early in age, has good prognosis
as it shows spontaneous regression in fair number
of cases."®? Pathogenesis being unknown, various
theories like infection and physical stimulation have
been implicated.!®!> Although the etiology of JXG is
unknown, cholesterol has been found to be the main
lipid associated with it. Despite spontaneous regression,
excision is required for an esthetic and diagnostic
reason as was in the present case. Recurrences are
uncommon.®12

CONCLUSION

JXG, an uncommon entity of young children, can
occur as early as at birth with nodule or plaque like
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presentation of any site. Biopsy confirmation and
surgical excision should be done if no functional
compromise has been assessed before. It is mostly
cutaneous and prognostically favorable histiocytic
tumor of infancy.
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