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ABSTRACT

ISSN: 2638-9355

A low-grade myofibroblastic sarcoma is a rare malignant tumor of myofibroblastic differentiation, first recognized as a separate entity in 2002.

Case report: Here we are describing a case of palatal low grade myofibroblastic sarcoma in a middle-aged man presenting to us as a non healing palatal
ulcer. The patient underwent surgical excision with adequate margins all around which on histology showed a spindle cell tumor.

Conclusion: The case is being presented not only for its rarity, but also to stress upon the apparent benign presentation and indolent course which could
evade an early diagnosis. Due to inconclusive clinical picture and radiology, a detailed histo-pathological examination is essential for accurate diagnosis.

Surgical excision with adequate clearance is the treatment of choice.
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INTRODUCTION

Myofibroblasts are mesenchymal cells simulating fibroblasts and
smooth-muscle cells, morphologically and functionally. This cell was
first described by Gabbiani et al, in 1971 [1]. The malignant potential
of these cells is still debatable. The neoplasms arising from these cells
have been named as myofibrosarcoma or myofibroblastic sarcoma by
various authors [2]. A Low-Grade Myofibroblastic Sarcoma (LGMS)
is a rare malignant tumor of myofibroblastic differentiation [3]. Here
we are presenting a case of palatal LGMS in a middle aged male
patient. The index case is being presented for its rarity, apparently
benign presentation and indolent course which could hamper the
early diagnosis of the case thus delaying prompt treatment.

CASE REPORT

A 48-year-old male patient presented to the Department of
Otorhinolaryngology, All India Institute of Medical Sciences, New
Delhi, with the chief complaint of a firm 3x4 cm ulcerated lesion over
left side of the palate, at the junction of soft and hard palate reaching
midline (Figure 1) for last 6 months. It was not associated with pain,
bleeding, loosening of tooth, nasal regurgitation, change in voice,
breathing difficulty or trismus. Patient had been a chronic smoker
for last 20 years, smoking 20-25 cigarettes/day. He had hypertension
and diabetes mellitus which were controlled on oral medications.
Contrast enhanced CT of head and neck showed a superficial
mucosal lesion over left posterior part of palate, predominantly soft
palate reaching up to midline, with no associated lymphadenopathy
or underlying bone erosion indicating a benign pathology. Incisional
biopsy from the lesion showed a malignant spindle cell tumor in the
sub-epithelium.

Figure 1: 3x4 cm ulcerated lesion at the junction of soft and hard palate.
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Based on the clinical and histopathological findings, the patient
was taken up for surgery in the form of wide local excision. A 3x4
cm tumor was present over the left side of soft palate extending
from superior pole of left tonsil laterally to uvula medially. Wide
local excision was done with adequate margin all around and
reconstructed with palatal mucosal rotation flap based on right sided
greater palatine artery.

The gross examination of the specimen showed a 3x3x1 cm
tumor with ulceration of the overlying mucosa. The histopathological
examination (Figure 2) revealed an infiltrative spindle cell tumor in
the sub-epithelium with erosion of the overlying epithelium. The
individual cells showed eosinophilic cytoplasm, oval nuclei with mild
nuclear pleomorphism and occasional mitosis (1-2/10 hpf) (Figure
2 a,b) . No areas of necrosis were identified. The tumor cells were
immunopositive for vimentin (Figure 2¢) and Smooth Muscle Actin
(SMA) (Figure 2d) , while negative for S100, Cytokeratin (CK),
ALK, desmin, myogenin, CD 34 and p40. The differential diagnoses
considered were low grade myofibroblastic sarcoma, Nodular Fasciitis
(NF), sarcomatoid carcinoma, neurofibrosarcoma and Inflammatory
Myofibroblastic Tumor (IMT). Since the tumor was infiltrative and
lacked the loose feathery appearance, nodular fasciitis was ruled
out. On account of immunonegativity for pancytokeratin, p40, S100
and ALK, the other differential diagnoses except LGMS were also
excluded (Table 1). Thus the final histopathological diagnosis of
low grade myofibroblastic sarcoma was proffered. The patient was
sequentially followed up at monthly intervals and was free of tumor
till the last follow up (20 months).

DISCUSSION

Myofibroblast is an essential constituent of granulation tissue
and tumor stroma, however, uninhibited proliferation of these cells
may result in tumorigenesis. LGMS was a controversial entity till
2002, when it was first classified as a distinct neoplasm in the World
Health Organization (WHO) classification of soft tissue tumors [3].
WHO defined it as a distinct atypical myofibroblastic tumor often
with fibromatosis-like features and a strong predilection for the head
and neck. Intermediate and high grade myofibroblastic sarcomas
have also been documented in the scientific literature [4]. High-grade
myofibroblastic sarcomas, also known as pleomorphic sarcomas
are composed of atypical spindle, polygonal and giant cells with
myofibroblastic differentiation and high mitotic rates [5].

LGMS generally occurs in adulthood with a mean age of 40.7 years
and a male to female ratio of 4:3 [6]. The most frequently affected sites
are oral cavity (especially the tongue), followed by limbs, trunk, or
abdominal and pelvic cavities [3,7]. Although head and neck is the
commonest site for LGMS, less than 40 cases of this region have been
reported till date [5]. To the best of our knowledge, the index case is
the fourth case occurring in the palate.
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On microscopy LGMS is composed of interlacing fascicles of
slender spindle cells with scant to moderate amount of eosinophilic
to amphophilic cytoplasm and fusiform nuclei. There is mild
nuclear pleomorphism and a low mitotic rate. The tumor cells are
immunopositive for vimentin, smooth muscle actin, muscle-specific
actin, calponin and fibronectin, rarely immunopositive for desmin,
and immunonegative for laminin, type IV collagen, S-100, EMA,
cytokeratin or CD34 [8]. The main differential diagnoses of LGMS
include Nodular Fasciitis (NF) while others are Leiomyosarcoma
(LMS), Inflammatory Myofibroblastic Tumor (IMT) and fibromatosis
(Table 1).

The recurrence rate is highest in Sino-nasal tumours, around
38.2%, followed by jawbone, and deep tissue space, and it increases
from 21.4% to 46.2% as the tumor size gets above 3 cm [8]. Early
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detection is difficult owing to the indolent course of the disease,
apparent asymptomatic nature of the tumor, more so when they are
deep-seated. LGMS is known to cause local recurrences more often
than distant metastasis [9].

Surgery still remains the mainstay treatment modality and the
role of chemo-radiation is debatable [9]. Following 6 months post-
surgery, our patient is still free of disease.

To conclude, LGMS is a rare tumor with a limited malignant
potential. Since the clinical picture is equivocal and radiological
evaluation is frequently on-specific, a detailed histo-pathological
examination is sine-qua-non to reach an accurate diagnosis. Though
due to paucity of cases the exact treatment protocol for LGMS has not
been established, but surgical excision with adequate clearance has
resulted in desirable treatment response. Larger case series and more

Figure 2: Photomicrograph showing a low grade spindle cell tumour.

(a) Individual cells show moderate amount of eosinophilic cytoplasm, oval nuclei, and mild nuclear pleomorphic and distinct nucleoli on H&E staining (x100)

(b) Higher power of the same tumour (x400, H&E)
(c) Tumour cells are immunopositive for vimentin [x100]
(d) Tumour cells are immunopositive for smooth muscle actin. [X100]

Table 1: Differential diagnosis.

LGMS NF

Hypercellul ar with
diffusely infiltrative
pattern

Features

Spindle cells arranged in
short inter- weaving
pattern

Architecture

Mild focal nuclear No hyper- chromasia /

Nuclei . .
atypia pleomorphism
Mitoses Rare Frequent
Necrosis Absent Absent
Other ) .
features
IHC SMA + SMA.+
Desmin +/- Desmin-
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Interlacing fascicles of tumor cells

LMS IMT Fibromatosis
Broad elongated fascicles

Variable cellularity with infiltrating margins

Cigar-shaped vesicular nuclei with

paranuclear Variably atypical No nuclear atypia
vacuolation
Variable Rare Rare
Present Occasional Absent
. Inflammatory Collagenous
cells stroma
SMA + SMA® SMAY
Desmin + CK+/- Desmin +/- Keratin B-catenin+ Desmin+/-
+/- ALK +/- S-100+/-
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case reports would be pivotal in determining the exact biological
behaviour, pathogenesis, prognostic indicators and ideal treatment
modality for this enigmatic entity.
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