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ABSTRACT

Also known as congenital epulis, this is a very rare lesion that presents as a
polypoidal swelling. It is most often located over the lateral alveolar ridge,
especially of the maxilla. More than 90% of the cases are reported in female and
most are found at or soon after birth. Occasional patients have multiple lesions.
Depending on the size of the lesion it can be asymptomatic or can cause feeding or
respiratory problems. We report a case of 1 day old female neonate with intraoral
lesion. This tumour demonstrates an excellent prognosis and is not associated with
any syndromes/ genetic defects or malignant transformation. Pathologists as well
as clinicians should be familiar with this rare entity and its differential diagnosis

for correct diagnosis and management.
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INTRODUCTION

This tumour was first described by Neumann
in 1871." The congenital epulis is a rare but
distinctive oral lesion of unknown etiology,
found in the alveolus of neonates. Almost all
affected patients are female. More than 90% of
cases occur in girls.?

This is a very rare lesion that presents as a
polypoid swelling most often located over the
lateral alveolar ridge, especially of the maxilla.
and almost all are found at, or soon after, birth,
after which this lesion seems not to increase in
size. Occasional patients have multiple lesions.
Over time these lesions tend to reduce in size,
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and they seem not to recur after excision.?
This lesion behaves in a benign fashion even if
incompletely excise.?

CASE REPORT

A 1 day old female newborn was presented
with gingival swelling with chief complaint
of difficulty in feeding. On examination, two
swellings were identified on upper and lower
jaw approximately measuring 1 cm in size.
(Figure 1)

-

Figure 1: A well-circumscribed lesion on the gingiva of a
newborn infant showing a pink, smooth, and glistening
surface

Surgical excision of both swellings were
done under anaesthesia and sent for
histopathological examination.

Gross examination: Received three mocosa
covered nodular fragments of soft tissue
measuring 0.3 to 0.7 cm in size. Cut surface is
whitish. Divided and all processed.

Microscopic examination: Sections show
histological features of congenital gingival
granular cell tumour. (Figure 2,3,4,5) No
evidence of malignancy.

Figure 2

Figure 2, 3, 4, 5: Sheets of large polygonal cells with
abundant granular eosinophilic
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Further immunohistochemical analysis
showed that tumour cells expressed Vimentin
and CD 10 with low Ki-67 index. S-100, CD 68,
SOX10, TFE 3 were negative. (Figure 6,7, 8, 9,
10,11, 12)

Cytoplasm, prominent vascular stroma
without pseudoepitheliomatous hyperplasia.
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Figure 8, 9, 10, 11: 5100, CD 68, SOX10, TFE 3 are
negative
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Figure 12: KI-67 Low index

DISCUSSION

This lesions are usually firm in consistency,
covered by a smooth or erythematous mucosa
and they are usually attached by means of a
stalk to the underlying tissue. Early diagnosis
can be made by prenatal ultrasonography
or magnetic resonance imaging (MRI). MRI
is considered superior to ultrasonography,
showing its gingival origin without local
extension.'

Histologically, it is comprised of sheets of
large polygonal cells with abundant granular
eosinophilic cytoplasm. The tumor has a
prominent vascular stroma, and they do not
induce pseudoepitheliomatous hyperplasia,
features which differ from granular cell
tumor.’

Immunohistochemically, these lesions are
S-100 protein negative and show no evidence
of any specific differentiation.? CGCE tends
to distinctively stain negative for S-100,
laminin, CD34, CD68, NGFR/p75, inhibin-
alpha, chromogranin, desmin, keratins,
smooth muscle actin, CD31, and GLUT-1 and
conversely stains positive for vimentin and
neuron-specific enolase.*>*

On electron microscopy the cells have no
external lamina and show partially histiocytic
features. It seems most likely that these lesions
are reactive in nature.?

The choice of treatment is surgical excision.

Variants of congenital granular cell tumour
are as follows.

Primitive Nonneural (Polypoid) Granular
Cell Tumour: This is a rare subset of granular
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cell tumours that present as exophytic skin
lesions at a variety of sites in patients of any age.
Such lesions are cellular and spindled and
often show nuclear pleomorphism and quite
frequent mitoses. They have an essentially
immune negative phenotype, and the line
of differentiation in these unusual lesions is
unknown. The clinical course is generally
benign, althoughlymphnode metastasis occurs
on occasion.” Malignant Granular Cell Tumor:
Malignant granular cell tumor accounts for no
more than 2% to 3% of all granular cell tumors
and seems to occur mainly in deep soft tissue
of adults. Among the reported cases, more
than 50% have pursued a metastasizing or
fatal clinical course. Criteria for its recognition
are very hard to define because some cases
have appeared histologically to be remarkably
bland and monomorphic. Any wunusually
large or deep-seated lesion with infiltrative
margins or necrosis and in which cytologic
pleomorphism or nucleoli are prominent and
mitoses are quite frequent should be regarded
with suspicion.?

Congenital granular cell tumour should be

differentiated from Granular cell tumour and
Verruciform xanthoma.

Granular cell tumour: This lesion can involve
any portion of the oral cavity, the tongue is the
most common site. The overlying epithelium
often shows florid pseudoepitheliomatous
hyperplasia. Staining for S100 is positive in
contrast to congenital granular cell tumour. An
exceptionally rare malignant counterpart of
this lesion has also been described.’ Malignant
granular cell tumour accounts for less than 2-3%
of all granular cell tumors and seems to occur
mainly in deep soft tissue of adults. Among the
reported cases, more than 50% have pursued a
metastasizing or fatal clinical course. Criteria
for its recognition are very hard to define as
some cases have appeared histologically to
be remarkably bland and monomorphic. Any
unusually large or deep seated lesion with
infiltrative margins or necrosis and cytological
pleomorphism or prominent nucleoli and
frequent mitosis should be regarded with
suspicion.?

Verruciform xanthoma: This lesion presents
in middle aged person as a raised, granular,
or verrucous lesion of the oral cavity, usually
in the gingival or alveolar ridge. Collection
of foamy macrophages in the lamina propria
are covered by verrucous and acanthotic

epithelium. The lesion is probably a reactive
process rather than a true neoplasm.’

Clinically, main differential diagnoses
of congenital granular cell tumour are
rhabdomyoma, infantile myofibroma,

melanotic neuroectodermal tumor of infancy,
peripheral  odontogenic  fibroma, and
neurofibroma, among others.”®® Many of these
potential diagnoses also present in pre-natal
stages but can be readily differentiated from
CGCE due to their variation in anatomical
location and histologic appearance.

CONCLUSION

In conclusion, congenital granular cell tumour
is a rare, benign tumour of alveolus, affects
almost exclusively female child. Knowledge
of this rare entity is very important for correct
diagnosis and treatment. It has excellent
prognosis after surgical excision and behaves
in a benign fashion even if incompletely excise.
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