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Abstract

Pleomorphic Sarcoma or Malignant Fibrous Histiocytoma is commonest soft
tissue sarcoma but is rare in Head and neck. Commonest site in Head and
neck being Nasal cavity and para nasal sinuses. It is more common in male.
Tumor is diagnosed histologically consisting of both histiocytes and fibroblast
cells. Pleomorphic Sarcoma is classified into primary and secondary types
with mean age of presentation between 6" and 7" decade. The treatment of
choice for this tumor is surgery with clear margins and adjuvant Radiotherapy.
Prognosis remains poor even after surgery with local and distant metastasis
seen commonly.
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Introduction

Soft Tissue Sarcoma encompasses (STS) a broad array of
malignant tumors that are derived from cells of mesenchymal origin
at any anatomical site [1]. The originating tissue is diverse that
includes bones, cartilage, muscular, fibrous, vascular, fatty and neural
tissue [2]. Of all the soft tissue sarcomas only 5-20% occurs in the
head and neck region [3].

The most common STS of the head and neck region are
Rhabdomyosarcoma followed by Malignant fibrous Histiocytoma,
Fibrosarcoma and Neuro-fibrosarcoma [4]. The incidence of MFH
seems to be the highest among various types of adult malignant soft
tissue sarcomas [5]. Pleomorphic Sarcoma or Malignant Fibrous
Histiocytoma (MFH) is a rare primitive mesenchymal tumor showing
both fibroblastic and histiocytic differentiation [6].

We report a case of Pleomorphic Sarcoma/ MFH and the review
of literature in relation to Pleomorphic Sarcoma.

Case Presentation

A 40 year old male presented with the chief complaint of gradually
progressive, painless, irregular swelling over the right side of the face
for the past 6 months. On examination it was a 10 x 8 x 8 cm large
firm mass of the right parotid region with no evidence of intra oral
lesion. There were no palpable neck glands.

On radiological evaluation, CT scan revealed a 98 x 113x 106
mm enhancing soft tissue lesion over the right parotid region. Lesion
showed area of necrosis within. Lesion reaches up to the skin and
involves the masseter muscle (Figure 1). Right submandibular gland
is not seen separately from the lesion. Presence of few lymph nodes
at level IA, II, III with the largest at IA measuring 20 x17 mm. No
evidence of mandible erosion.

X-Ray chest, CT Thorax and USG (Abdomen + Pelvis) were
normal. Core biopsy revealed - Desmin +ve, Vimentin +ve, Actin
(nuclear stain) +ve, S-100 +ve, grade III Pleomorphic sarcoma
(Figure 2).

The patient eventually underwent wide-local excision with Supra

Omohyoid Neck Dissection (SOHND) with distal mandibulectomy
along with the reconstruction by Pectoralis Major Myo- Cutaneous
and Delto-Pectoral flap. The post operative histology report revealed
a 14 x 13 x 10 cm tumor, with infiltration of the overlying skin (Figure
3). All the surgical margins were >2cm away and free from the tumor;
Total 14 lymph nodes were dissected out and all were free of tumor;
mandible was not involved by tumor. Histological identified as a
Pleomorphic sarcoma.

Discussion

Head and neck MFH/PS has been reported to account for only
3-10% of all the MFH found in various parts of the body. In a series
of 1215 STS, 128 (10.5%) were classified as MFH/PS of which only 9
cases (7%) were reported in the head and neck region [7].

PS/MFH is classified into primary and secondary types. 70% of
the PS/MFH is of primary type that occurs in younger patients and
the secondary tumors, which are seen mostly in 6® and 7* decade
of life. The secondary tumors seem to be more aggressive than the
primary ones. They are secondary to underlying conditions like Paget
Disease, Fibrous dysplasia or prior radiation [8].

MFH was first described as a new malignant tumor by O’Brien
and Stoutl in early 1960s. The detailed histopahtological features of
MFH were described by Kempson and Kyriakos [9].

In the head and neck region, MFH has been reported to involve
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the nasal cavity and paranasal sinuses most frequently, accounting for
30% of all the cases. Of the sinonasal tract, it occurs most frequently
in the maxillary sinus, followed by the ethmoid sinus, nasal cavity,
sphenoid sinus and the frontal sinus. Other reported sites in the head
and neck include the craniofacial bones (15-25%), larynx (10-15%),
soft tissue of the neck (10-15%), major salivary gland (5-15%), and
oral cavity (5-15%). Pharynx, ear and eyelid [10-13].

According to review done by Kanazawa et.al, among the MFH
cases, 65% were male and 35% were female. The age distribution at
diagnosis varied from 1.5 to 69 years, but the most common in the
latter half of life, with a mean age of 41 [14]. Other studies reported a
peak incidence in the 5" -7 decade of life [15].

With respect to the differential diagnosis of MFH from other
malignant tumors in the head and neck- squamous cell carcinoma,
malignant lymphoma, malignant giant cell tumors, fibro sarcomas
and osteolytic osteosarcomas must be considered [16].

The treatment of choice for MFH is extended surgical resection.
Radical surgical resection and clear surgical margins is very important
in improving the survival [16,17].

Because of regional lymph node involvement in 10-18% of cases
consideration should be given to elective neck dissection [17,18]. The
decision for radiotherapy depends upon size, site, histopahtological
grade and the achievable surgical clearance [2].

However, Kearney et.al. Conducted radiotherapy on 45 patients
with a measurable tumor and reported that six of them showed partial
response (13%). Many researchers have reported that radiotherapy
for MFH was less effective [15].

Yamaguchi et al. reported that local recurrence was less common

in patients with adjuvant therapy (RT with or without CT) compared
to patients with surgery alone [2].

MFH metastasize to the lungs by heamatogenous routes. Sato et
al. has reported distant metastasis in the lung, bone, skin and regional
lymph nodes [9]. According to Rapidis et al. MFH has a 16-52%
chance of developing local recurrence [18].
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