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ABSTRACT 

We describe a case of Primary Fibromyxosarcoma of the bone, which to our knowledge is the first ever case that is being reported. In September 2003, an 80-year old man presented with a swelling over the lateral end of left clavicle of 2 months duration, which was gradually increasing in size. The swelling was tender on palpation and had variable consistency. X-ray showed total destruction of lateral end of clavicle and the CT Scan was suggestive of a lytic expansile lesion. The lesion was excised with the lateral end of clavicle. Histopathological examination was in favor of fibromyxosarcoma. Three months later, the patient developed a recurrence at the same site. Now the swelling is about 15 x 8cms in size. Anterior Axillary nodes were palpable. Radiograph revealed complete destruction of the neck of scapula. There was no evidence of any distant metastases. 

INTRODUCTION

Fibrosarcoma of bone is a well-recognized and accepted clinicopathologic entity. A primary fibrosarcoma of bone is a pure, fibroblastic malignancy, i.e., no tumor osteoid or cartilage production is recognizable. Fibrosarcoma occurs in individuals of all ages. But it has a tendency to occur in adult and older people. Fibrosarcoma usually affects metaphyseal area of the long bones. Approximately 50% of these occur in the distal segment of the femur or proximal portion, from where they destroy the cortex and often extend into the soft tissues. The radiologic pattern of fibrosarcoma is non-specific. The principal feature is osteolysis with other characteristics varying with grade of malignancy. A “soap – bubbly” appearance is reported in about 25% of cases. High grade tumors usually break through the cortex and invade the surrounding soft tissues.

The important histological features include malignant, collagen-producing spindle cells, “Herring bone” pattern of arrangement of spindle cells, varying degrees of anaplasic, malignant giant cells, and “storiform” pattern. Very rarely fibrosarcomas may show myxoid stoma and they have been termed  as myxofibrosarcoma. The treatment mainly consists of wide or radical excision and chemotherapy.

Fibrosarcomas form only about 3 to 5% of all biopsy-analysed bone tumors and it usually affects long bones around knee. Myxofibrosarcomas are very rare and those affecting the bone are not yet reported. 
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Case Report

In September 2003, an 80 year old man presented with a swelling over the lateral end of (Lt) clavicle, since 2 months. He had been noticing a moderate increase in size of the swelling, which was around 12 x 8 cm at the time of presentation. He did not have any other symptoms. On palpation, swelling was moderately tender and had firm consistency with irregular cystic areas.  X-ray revealed near total destruction of lateral end of clavicle.
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CT-Scan was suggestive of a lytic expansile lesion arising from the lateral end of clavicle.

The lesion was excised with the lateral end of clavicle.

The per operative finding was that of a purely bony lesion, well-encapsulated, with no evidence of any soft tissue infiltration. Histopathology report came as a neoplasm composed of cells arranged in loose sheets and herring bone pattern in a myxoid stroma. Cells have moderate amount of pale eosinophilic cytoplasm and vesicular nuclei with mild pleomorphism. Scattered multinucleated giant cells were also seen. Small foci of necrosis were present. Mitotic figures 3-4/10 HPF. Arborising and curvilinear vascular channels were seen in the stroma, which is a pathognomonic feature of myxofibrosarcoma. He was treated by Department of Oncology.

Three months later, the patient started noticing a recurrence of swelling at the same site. 11 months later the growth was 15 x 8 cm in size. On palpation, it was moderately tender and there was severe limitation of shoulder joint movements. Anterior axillary nodes were palpable. Radiograph revealed complete destruction of the neck of scapula and the superior half of the head of scapula. There was no evidence of any distant metastases 11 months after excision. 

DISCUSSION

Myxofibrosarcoma is extremely rare and its exact incidence is not given in literature. When this elderly man presented to us with a rapidly growing swelling of the lateral end of clavicle, we considered the possibility of a metastatic lesion. But inspite of extensive investigation in search of a primary, we could not find one. So we decided to excise the lesion with the lateral end of the clavicle.

The panel of pathologists reported the case as myxofibrosarcoma. It had all the characteristic histological features. Since


 the tumour was primarily confined to the bone we considered the diagnosis of a primary myxofibrosarcoma arising from the lateral end of clavicle. This rare tumor has never been reported to arise primarily from the bone.

CONCLUSION

Fibrosarcoma is a rare tumor of the bone and its myxoid variant is even more rare. Early diagnosis is important as wide excision and chemotherapy can improve survival rate. To the best of our knowledge this is the first case of primary myxofibrosarcoma reported in literature. 

ACKNOWLEDGEMENT

We acknowledge the professional help and guidance of Prof. Vijayalakshmi MD (Pathology), Rtd. Professor of Pathology, Medical College, Kottayam in the diagnosis of this rare entity. 

REFERENCE

1. Joseph Mirra, Piero Picci, Richard H; Bone Tumors, Clinical, Radiologic and Pathologic Correlations 9 : 747-759

2. Ackerman, Surgical Pathology, Pg : 1969

3. Evans HL; Low grade fibromyxoid sarcoma : a report of 12 cases AM J Surg. Patho 17: 595, 1993

Journal of the Kerala Orthopaedic Association Vol. 19, No. 2, October 2004

PAGE  
Journal of the Kerala Orthopaedic Association Vol. 19, No. 2, October 2004


_1165229992.psd

