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Background

Granular cell tumours are benign tumours that are thought to
originate from the Schwann cells. They tend to occur in middle aged
adults and can be found anywhere in the body in subcutaneous as
well as dermis tissue [1]. Most of them are benign with less than
2% being malignant or atypical. Atypical features are associated
with increased morbidity and have a poor prognosis if they become
metastatic [2]. They also have a high recurrence rate.

Case Presentation

A 54-year-old lady was referred by her general practitioner due
to a lesion in the left labia majora. Clinical examination revealed
a hard, cystic lesion measuring 2x3cm on the upper third of the
left labia majora which was excised under local anaesthesia and
sent for histopathological examination. The diagnosis was atypical
granular cell tumour with focal involvement of the peripheral
margins. Under general anaesthesia wide excision was performed
and the histopathological examination confirmed clear margins. At
5 years follow up there has been no evidence of recurrence.

Discussion

Granular cell tumours are rare tumours of the skin and
subcutaneous tissues. The oral cavity, especially the tongue is the
most common site, but the vulva is the most common site in women
[2]. Interestingly, the patient we present here had a similar lesion
on the tongue in the past which was excised. Unfortunately, the
pathology report of that was not available to confirm that this was a
granular cell tumour as well. Granular cell tumours usually present
as solitary, pale lesions that are slow growing and are relatively
painless. The differential diagnosis would be Bartholin’s gland
tumour, sebaceous cyst, lipoma and papilloma [3]. Histologically,
granular cell tumours are found in the dermis and the main
morphological feature is the granularity of the cytoplasm, which
is caused by massive accumulation of phagolysosomes. Atypical
features include prominent nucleoli, high nuclear-to-cytoplasmic

ratio, spindling of the tumour cells, necrosis and mitotic activity
greater than 2 per 10 high power fields at 200 x. If three or more
of the features are present, there is the possibility of a malignant
granular cell tumour even in the absence of metastasis [4]. Features
that make it malignant include: size more than 5cm, vascular
invasion, necrosis, rapid growth, brisk mitotic activity, spindling of
cells, angiogenesis and pleomorphism. If less than three of these
features are present, the tumour is considered atypical and if none
of these features are present, it is classed as benign [5,6].

To the best of our knowledge, ours is the second case to be
reported in the English literature. There has only been one case
of vulval granular cell tumour with atypical features reported in a
preadolescent girl in 2013. A case report presents a 12-year-old girl
with a rapidly growing granular cell tumour of the vulva that had
atypical features on histology [7].

In our case, histologically, the lesion consisted of nests of round
and polyglonal tumour cells with eosinophilic granular cytoplasm,
mildly pleomorphic predominantly vesicular nuclei and focally
prominent nucleoli. Small lymphoid aggregates and focal lymphoid
follicle formation were present. These appearances were in keeping
with granular cell tumour. The lesion focally reached peripheral
margins and the pathologist felt that there were possibly some
suspicious features. A second opinion was sought from a second
pathologist and the additional report confirmed that there were
atypical features with many of the cells showing vesicular nuclei
with prominent nucleoli and nuclear pleomorphism.

Conclusion

Granular cell tumours are rare, but awareness of their clinical
presentation is important since wide local excision is the treatment
of choice and is curative if completely excised [8]. After surgical
treatment, if there is any evidence of tumour in the surgical margin,
wider local excision should be performed. Since 5-25% of patients
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have multiple lesions, before planning treatment, clinicians should
exclude multicentric lesions [9]. The histological findings will
determine whether the tumour is benign, atypical or malignant.
Patients should be followed up due to the risk of recurrence and
since they can be found in any site of subcutaneous tissue or
dermis and patients must be aware to report any similar lesions.
Recurrence rates are reported as 2-8% with clear margins and 20%
with positive margins [10].
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