
Case Reports Atypical presentation of a granular cell 
tumor 
Apresentação atípica de tumor de células granulares

ABSTRACT
  Case report of a male patient bearing a rare granular cell tumor in the left arm, confi rmed 

by histology and immunohistochemistry (positive S100 and CD68 proteins). 
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 RESU MO
  Relato do caso de paciente do sexo masculino com raro tumor de células granulares em braço esquerdo, 

comprovado com histopatológico e imuno-histoquímica (proteína S100 e CD68 positivas). 
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 INTRODUCTION
The granular cell tumor (GCT), originally known as the 

Abrikossof tumor, is rare and of unknown origin. 1

Formed by cells with granular cytoplasm, it has benign 

features, and cases of malignancy are rare. It is slightly more fre-

quent in women and people of African origin, and mainly occurs 

within the third to the fi fth decade of life.1-3

It is clinically characterized as a solitary, asymptomatic 

nodule, usually located in the head and neck (45-65%). Of these, 

70% are located in the oral cavity (tongue and oral mucosa), al-

though there are reports of its presence in other organs.4

The diagnosis is performed with histological and im-

munohistochemical examinations. It has a typical histology that 

shows a poorly defi ned, non-encapsulated nodule with polygonal 

cells, abundant granular cytoplasm, with small round nuclei and 

prominent nucleoli. Its cells are strongly S-100 positive in the 

immunohistochemical tests. 

The authors describe a case of this tumor having a rare 

location, not previously described in the literature. 
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CASE REPORT
A 30-year-old male patient attended a consultation for 

an asymptomatic nodular cystic lesion in the left arm measuring 

1.3 x 0.8 cm that had been developing for two years. (Figure 1). 

An excisional biopsy of the lesion was carried out, with 

the histological study suggesting an absence of alterations in the 

epidermis and dermis with non-encapsulated and circumscribed 

neoplastic proliferations up to the deep dermis, consisting of 

cells in a solid arrangement, with broad granular eosinophilic 

cytoplasm and small, regular monomorphic nuclei. The skin ap-

pendages were atrophic (Figure 2). 

The S-100 (Figure 3) and CD68 (Figure 4) proteins were 

dimly positive in the immunohistochemical test – clone KP1. 

The other proteins – such as p53, Melan-A, HMB45, desmin, 

CK5, CD34, AML, AE1+AE3 came out negative, invalidating 

the hypothesis of melanocytic epithelial, muscular, or vascular 

neoplasia. 

DISCUSSION
There are scarce reports of GCT in the literature. Typical 

locations for the tumor are the head and neck, with the oral 

mucosa being the most common. In the literature there were no 

reports of the tumor being present in the upper limbs, as in the 

case described in this paper. 

Its origin is still unknown. In the past it was believed that 

this cell type originated in the smooth muscles, however some 

studies assume it arises from the nerve sheath cells – the Schwann 

cells – in which there is positivity for the S-100 protein. 5

In recent years, immunohistochemical markers that are 

positive for GCT, with positive immunoreactivity for alpha-1-an-

titrypsin and CD68 have been developed. CD68 is closely linked 

to the lysosomal membrane glycoprotein. The positive immuno-

reactivity for alpha-1-antitrypsin and CD68 in GCT may refl ect 

the intracytoplasmic accumulation of phagolysosomes and does 

F  1:  Granular cell tumor: nodular-cystic, mobile and painless lesion 
in the left arm

* S-100 protein, polyclonal clone, diff use positive expression

*CD68 antibody, KP1 clone, diff use positive expression

*Histological slide stained by the HE method

F  3:  Immunohistochemistry of granular cell tumor

F  4:  Immunohistochemistry of granular cell tumor

F  2:  Epidermis with preserved maturation. Dermis displays neoplastic, 
non-encapsulated and circumscribed proliferation, extending from the su-
perfi cial dermis to the deep dermis, consisting of cells in solid arrangement 
with broad eosinophilic granular cytoplasm and small, regular and mono-
morphic nuclei. Diff use involvement of skin appendages, which become 
atrophic in appearance
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not imply histiocytic origin for these tumors.5,6 From a practical 

point of view, therefore, only S-100 staining could be used to 

confi rm the diagnosis. 

Tumor treatment is performed through surgical resection 

within adequate margins, with the material being sent to histo-

logic examination, as done in the present case. On rare occur-

rences of multiple tumors, intralesional injection of glucocor-

ticoids can be carried out with an aim at temporarily reducing 

the size of the lesions, with spontaneous regression occurring in 

some cases. 7

The malignancy of the tumor is controversial, since there 

have already been reported cases of malignant GCT. Its malig-

nant variant can metastasize, and is more common in children 

and in the gingival region. 

In face of this tumor’s atypical and not yet published lo-

cation, in addition to the scarcity of reported cases, the authors 

emphasize the necessity of further studies aimed at deepening 

the knowledge on the subject. The authors also highlight the 

importance of surgical resection as it can possibly be a malignant 

lesion. ●
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