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ABSTRACT: Granular cell tumor classically known as granular cell myoblastoma are rare benign
tumors but some may be difficult to distinguish from malignant neoplasms. They have been a subject
of much debate in the literature.! Due to their usually subtle presentation; they are often
misdiagnosed, with histological examination setting the correct diagnosis subsequently.!
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INTRODUCTION: Granular cell tumor (GCT) or Abrikossoff's tumor is a rare neoplasm considered to
be of neural origin derived from Schwann cells of the peripheral nerves. Abrikossoff was the first to
describe this tumor in the literature in 1926 as a myoblastoma, since it was reported as a tumor
arising from muscle in the tongue. Granular cell tumors are usually asymptomatic and present as
smooth, slow-growing, solitary nodules, typically in the superficial tissues (dermis and sub cutis),
along mucosal surfaces and occasionally within skeletal muscle. These tumors can arise at any part of
the body but cases in the chest wall have been rarely documented in the literature. Clinically, these
tumors are rare and account for approximately 0.5% of all soft tissue tumors. Here, we present a rare
case of granular cell tumor of chest wall.

CASE REPORT: A 47-year-old man presented with a swelling over sternal region of one year
duration. On physical examination, there was a firm, mildly tender, 3.5x2.5cm palpable swelling in
the midline over the sternum. Overlying skin was normal and the lesion was mobile. A clinical
differential diagnosis of neurofibroma and benign fibrous tumor was made. The patient underwent
surgical excision of the swelling.

Grossly, it was a grey white tissue mass measuring 3.5x2.5x1.5cms with attached skin. Cut
surface showed a circumscribed grey white nodule measuring 3x2cm.

Histopathological examination showed a circumscribed tumor composed of sheets of large
polyhedral cells with abundant granular cytoplasm and relatively small nuclei with mild
pleomorhism [Figure. 1]. A diagnosis of granular cell tumor was made which was confirmed by
subsequent immunohistochemistry study, which was positive for S-100 protein [Figure. 2].

DISCUSSION: Granular cell tumors are rare and the literature relating to them is sparse. Abrikossoff
was the first to describe this tumor in the literature as a myoblastoma. Over the following 60 years
the tumor was thought to be neural in origin since it was observed that tumors arising in the
extremities were related to the radial and sciatic nerve trunks. Current opinion concurs with this.2

The mode of presentation of granular cell tumors is usually in the form of a painless mass and
occurs most commonly between the third and fifth decades.?
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Recently, many studies on GCTs have mainly focused on the recognition and correct
preoperative diagnosis of this tumor in clinical practice, and on determining the histogenesis of this
tumor by performing immunohistochemical, ultrastructural studies and cytogenetic analysis3

The benign tumor consists of large polyhedral cells arranged in sheets with abundant
eosinophilic granular cytoplasm. The nuclei are relatively small and mildly pleomorphic with
prominent nucleoli. Occasional mitotic figures can be present.*

The histogenesis of these tumors is still controversial but their immunohistochemical and
ultrastructural features have been accepted as neural or neuroectodermal in origin because they are
immunoreactive for the S-100 protein and neuron-specific enolase, and they demonstrate lysosomes
on electron microscopy. They are also characterized by immunopositivity for CD68 and inhibin-alpha,
but they are negative for cytokeratins.5

The differential diagnosis of GCT includes rhabdomyoma, hibernoma, oncocytoma,
extragastrointestinal stromal tumor (EGIST), and the reactive changes associated with trauma and
injury. The histologic characteristics and reactivity toward S-100 and CD68 distinguish GCT from
rhabdomyoma, which contains glycogen and hibernoma, which contains lipid droplets.
Ultrastructurally, the lack of mitochondria differentiates GCT from oncocytoma. GCTs can mimic
EGIST with epithelioid cells. The negative reaction to c-kit and CD34 distinguish GCT from EGIST. The
inflammatory cells and areas of necrosis in the reactive change from trauma and injury are absent in
GCT.5

The distinction between a benign, atypical, and malignant GCT is challenging based upon
morphology alone, as the different grades are all histologically similar. Furthermore, malignant
granular cell tumors are exceedingly rare, comprising less than 1% of all granular cell tumors. The
criteria proposed to distinguish between them includes: The presence of necrosis, spindle cell
morphology, increased nuclear-to-cytoplasmic ratio, nuclear pleomorphism, prominent nucleoli, and
increased mitotic rate (>2/10 high power fields). GCTs are classified as malignant if they display
three or more of these criteria, as atypical if they display two, and as benign if they display only
pleomorphism but no other criteria.>

CONCLUSION: Granular cell occurring on chest wall is quite rare. Only a few cases were presented in
literature with an extended period of time before the clinical presentation of subsequent disease. Due
to their subtle appearance and symptomatology as a typical subcutaneous lump, Granular cell tumors
are often extemporarily misdiagnosed with histological examination setting the correct diagnosis
subsequently, which carries significant clinical importance for follow-up and further management of
these rare tumors.
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Figure 1

Figure 1: Sheets of large polyhedral cells having abundant granular cytoplasm and relatively
small nuclei with mild pleomorphism. [Haematoxylin & Eosin, x400]

Figure 2: Tumor cells showing positive reaction to S-100 protein [[mmunohistochemistry, x400]
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