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ABSTRACT
“Soft tissue giant cell tumour of low malignant potential” is considered as the soft tissue counterpart of osteoclastoma of the bone. It is a 
primary soft tissue tumour which is classified under the category of fibrohistiocytic tumours of intermediate malignancy.Seventy percent of 
the tumours involve the extremities and only about seven percent of them arise in head and neck region. They are composed of nodules of 
histiocytes in a vascular stroma, with multinucleated osteoclast-like giant cells positive for vimentin, smooth muscle actin (SMA), CD68 and 
Tarterate Resistant Acid Phosphatase (TRAP). We are presenting a case of a 75-year-old man who had a nodule on the ala of the nose. 
Histopathology showed a histiocytic lesion. Benign fibrous histiocytoma, plexiform fibrohistiocytic tumour, solitary reticulohistiocytoma and 
histioid leprosy were ruled out by using special stains and immunostains. Expression of smooth muscle actin and CD68 confirmed the 
diagnosis of a soft tissue giant cell tumour with a low malignant potential.

Case report
A 75-year-old man presented with a painless, slowly growing 
swelling over the ala of nose, of six months duration. There was no 
significant past or present history. On examination, a non-tender, 
firm, round nodule, raised above the level of surrounding skin, 
measuring 0.5 × 0.5 cm was seen over the ala of the nose. The skin 
over the swelling was stretched out, hyperpigmented and ulcerated. 
The nasolabial fold was unremarkable and it was uninvolved by the 
nodule. Fine-needle aspiration of the nodule was not attempted, 
as the size of the nodule was small and it was diagnosed as a 
sebaceous cyst, based on clinical features. A complete surgical 
excision of the lesion was performed.
The specimen measured 0.5 × 0.5 cm; cut surface was grey-brown. 
Microscopically, there was a nodular dermal tumour covered by 
hyperkeratotic, parakeratotic and ulcerated epidermis. The tumour 
was composed of sheets of round to oval cells with open nuclear 
chromatin and convoluted nuclei admixed with osteoclast-like giant 
cells having similar nuclear features, arranged in a nodular pattern 
[Table/Figs-1a and1b]. Mitotic index was 0-1 per high power field. 
Angiectatic spaces [Table/Fig-2a] and spindle cell areas were 
noted [Table/Fig-2b]. Scattered haemosiderin laden macrophages 
and clusters of foamy histiocytes were also present. There was no 
necrosis. The deep surgical margin was free of tumour invasion. 
Benign fibrous histiocytoma, soft tissue giant cell tumour with 
low malignant potential, plexiform fibrohistiocytic tumour, solitary 
reticulohistiocytoma, nodular fasciitis with giant cells, and histioid 
leprosy were considered under the differential diagnosis. Fite- 
Feraco staining showed negativity. Immunohistochemical markers 
included CD68 and smooth muscle actin.
There was strong cytoplasmic CD68 expression in the multi
nucleated giant cells and in occasional mononuclear cells [Table/
Fig-3a]. Smooth muscle actin was detected in mononuclear 
histiocytes [Table/Fig-3b]. Thus, a final diagnosis of soft tissue 
giant cell tumour with low malignant potential was established. 
Orthopaedic examination did not reveal bony lesions. 

Discussion
The low incidence and rare site of occurrence made us think of other 

[Table/Fig-1]: (a) Showing mononuclear histiocytes and scattered osteoclast-like 
giant cells, H&E 100X; (b) Showing mononuclear histiocytes and a multinucleated 
osteoclast-like giant cell having similar nuclear features, H&E 400X

[Table/Fig-2]: (a) Angiectatic spaces surrounded by histiocytes and giant cells, 
H&E 400X; (b) Showing spindling of the cells, H&E 400X

common lesions than Soft tissue giant cell tumour of low malignant 
potential, in this case. Presence of foamy histiocytes and dermal 
location pointed towards a possibility of Histoid leprosy. However, 
the lack of other clinical lesions of Hansen’s disease and negative 
Fite- Feraco staining ruled out this diagnosis.

The spindle cells, histiocytes and haemosiderin laden macrophages 
are characteristic of benign fibrous histiocytomas which are frequently 
seen in head and neck area and commonly involve dermis [1,2]. 
Osteoclast-like giant cells can occur in benign fibrous histiocytomas 
[3,4]. The lack of whorling, predominance of histiocytes having 
indented nuclei and expression of smooth muscle actin in the 
histiocytes, made this diagnosis unlikely.
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were lacking in our case [1]. Amelanotic melanomas show marked 
pleomorphism and are negative for smooth muscle actin [6].

Complete excision with uninvolved surgical margins is the treatment 
of choice for soft tissue giant cell tumours of low malignant potential 
[7]. Local recurrences are known to occur following incomplete 
excisions [2]. A recurrence rate of twelve percent has been observed, 
but metastasis and death are unusual [1,2].

Conclusions
We have described a rare case of “Soft tissue giant cell tumour of low 
malignant potential”, involving the head and neck area. Combination 
of histopathology and immunostains for smooth muscle actin and 
CD68 confirmed the diagnosis and ruled out the various neoplastic 
and non neoplastic differential diagnoses which vary in therapeutic 
aspects. The knowledge on existence of such an entity and its 
natural course help in providing better care for these patients. 

Acknowledgement
We would like to acknowledge the Department of Otorhinolaryn
gology, Sapthagiri Institute of Medical Sciences and Research 
Centre, Bangalore, for providing us a good case. 

References 
  [1]	 Wiess SW, Goldblum JR, editors. Enzinger and Weiss’s Soft tissue tumours. 5th 

edition. China: Mosby Elsevier;2008.
  [2]	 Nascimento AG. Giant cell tumour of soft tissue. In: Fletcher CDM, Unni KK, 

Mertens F, editors. World Health Organization Classification of Tumours. 
Pathology and Genetics of Tumours of Soft Tissue and Bone. 3rd edition. Lyon.
IARC Press;2002.

  [3]	 Stinehelfer SE, Woosley JT, Losken HW, Morrell DS. Benign fibrous histiocytoma 
with osteoclast-like giant cells in an infant. Pediatric Dermatology. 2007; 24:  
47-50.

  [4]	 Kutchemeshgi M, Barr RJ, Hendersen CD. Dermatofibroma with osteoclast- like 
giant cells. The American Journal of Dermatopathology. 1992;14:397-401. 

  [5]	 Jakobiec FA, Kirzhner M, Tollett MM, Mancini R, Hogan RN. Solitary Epithelioid 
Histiocytoma (Reticulohistiocytoma) of the Eyelid. Arch Ophthalmol. 2011;129: 
1502-04.

  [6]	 Folpe AL, Cooper K. Best Practices in Diagnostic Immunohistochemistry. 
Pleomorphic Cutaneous Spindle Cell Tumours. Arch Pathol Lab Med. 2007; 
131:1517-24.

  [7]	 Pepper T, Falla L, Brennan PA. Soft tissue giant cell tumour of low malignant 
potential arising in the masseter – A rare entity in the head and neck. British 
Journal of Oral and Maxillofacial Surgery. 2010;48:149-51.

		
PARTICULARS OF CONTRIBUTORS:
1.   Assistant Professor, Department of Pathology, Sapthagiri Institute of Medical Sciences and Research Centre, Bangalore-90, India.
2.   Professor and HOD, Department of Pathology, Sapthagiri Institute of Medical Sciences and Research Centre, Bangalore-90, India.
3.   Associate Professor, Department of Pathology, Sapthagiri Institute of Medical Science sand Research Centre, Bangalore-90, India.

NAME, ADDRESS, E-MAIL ID OF THE CORRESPONDING AUTHOR:
      Dr. Amoolya Bhat,
      #249, 6th B Main, B sector, 1st phase, Yelahanka New Town, Bangalore-64, India.
      Phone: 9480315066, E-mail: amoolyabhat@rediffmail.com

Financial OR OTHER COMPETING INTERESTS: None.

Date of Submission: May 13, 2013  
Date of Peer Review: Sep 16, 2013 
Date of Acceptance: Oct 19, 2013

Date of Publishing: Dec 15, 2013

Angiomatoid fibrous histiocytomas show histiocyte-like cells and 
vascular spaces lined by histiocytes, but they also have a dense 
lymphoplasmacytic cuff at the periphery, which was lacking in our 
case. They are rare in adults and smooth muscle actin is expressed 
in spindle cells only [1]. 

Plexiform fibrohistiocytic tumours occur exclusively in children 
and they are composed of histiocytes and giant cells arranged in 
nodules, circumscribed by short fascicles of fibroblastic cells in 
deeper dermis and subcutis. Although these histiocytes and multi-
nucleated giant cells express CD68, they lack smooth muscle actin. 
Only spindle cells express smooth muscle actin [1].

Nodular fasciitis with giant cells can occur at any age and site. It 
is composed of plump myofibroblasts arranged in short irregular 
bundles in a myxoid matrix admixed with scattered lymphocytes, 
macrophages and multinucleated osteoclast-like giant cells. 
However, smooth muscle actin is expressed only in the spindle cells; 
the mononuclear and multinucleated histiocytes are negative [1].

Solitary reticulohistiocytomas develop in adults at any site. They 
show oncocytic epithelioid histiocytes positive for CD68 and 
lysozyme and multinucleated giant cells. Smooth muscle actin is 
usually not expressed [5]. The histiocytes in our case lacked the 
abundant eosinophilic cytoplasm and they expressed smooth 
muscle actin. 

Giant cell tumour of the tendon sheath has similar histological 
features, but they arise within the tendon sheath. Giant cell forms 
of malignant fibrous histiocytomas and epithelioid sarcomas display 
significant nuclear atypia, necrosis and increased mitosis, which 

[Table/Fig-3]: (a) Showing CD 68 expression in the osteoclast like giant cells and 
occasional mononuclear cells; b) Showing expression of smooth muscle actin in 
the mononuclear histiocytes


