
 CASE REpoRt

Ca s e De s C r i p t i o n
A 13-year-old Indian female child reported to the out-patient 
department of Pediatric and Preventive Dentistry with complaint 
of a large mass on buccal surface of right maxillary posterior region. 
The lesion was present since 1 month and was slowly growing. 
Patient also reported of discomfort and bleeding on mastication.

Intraoral examination revealed that nontender, hard swelling 
of 2 × 3 cm sized was associated with mesial aspect of maxillary 
first permanent molar extending till distal aspect of second molar 
(Fig. 1). Swelling was also involving occlusal surface of second molar 
and it also displaced the second molar distally. Skin overlying the 
swelling was normal. Grade II mobility in relation with maxillary 
first molar was present and maxillary second molar had grade-I 

BaC kg r o u n D
Low-grade myofibrosarcoma is one of the rare entities occurring 
in the oral cavity, consisting of myofibroblasts as principal 
cells.1 Myofibroblasts were spotted in granulation tissue for first 
time by Gabbiani et al. in 1971, and these are the primary type of 
cells in certain neoplastic soft-tissue lesions, but occasionally may be 
observed in the basement membrane of normal epithelial tissues. 
Sometimes, they are linked with some non-neoplastic tumors such 
as inflammatory or fibrosing types.2,3

Generally, in adults, myofibroblasts are spotted in the 
periodontal ligaments and around the testicular seminiferous 
tubules.4 These cells originate from resident proximal mesenchymal 
cells, particularly fibroblasts, and rarely from smooth muscle  
cells, pericytes, and endothelial cells.5 Histopathologically 
myoblasts can be recognized and present as cigar-shaped, 
bipolar or stellate cells with nuclei having long, narrow,  
serrated, or rippled shape. At times, these cells are spotted,  
as they may be also occurred as squat, elliptical cells, which may 
be gently shading with hematoxylin and eosin stains with lightly 
staining cells with well-defined, tiny, and centrally placed nucleus.6

Myofibrosarcomas, sarcomas of myofibroblasts, myofibroblast 
-rich fibrosarcomas, leiomyosarcoma myofibroblastic variant, and 
spindle-cell sarcomas showing myofibroblastic differentiation 
are the some synonyms, which were documented for low-grade 
myofibroblastic sarcomas (LGMSs) scientifically.7

The mitotic activity of the tumor cells can vary in severity but 
abnormal activities are rare. Trunk, abdomen, and pelvis are the 
frequently reported locations where LGMs are reported.8,9 But, the 
malignant forms are reported in head and neck region specially in 
the tongue.10

This case emphasizes the signif icance of diagnostic 
characteristics and clinical manifestations of an uncommon 
malignant neoplasm of the oral cavity.
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aB s t r aC t
Low-grade myofibroblastic sarcoma is a malignant tumor arising from myofibroblasts, which has only recently become clearly defined. It 
represents a rare entity developing in the soft tissues of the head and neck. About 20 cases have been reported in the oral cavity, especially 
in the tongue and bone, while gingiva as the primary site has been described only twice to date. Diagnostic methods include histology and 
immunohistochemistry. The present report concerns a case of a 13-year-old female child who presented with gingival nonulcerated swelling 
that was interpreted for a long time as a gingival fibroma. A low-grade myofibroblastic sarcoma was diagnosed and the patient underwent a 
segmental osteotomy of the right posterior region of the maxilla. There was no sign of recurrence or metastatic disease during the 12-month 
postoperative period.
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were found. But after 15 days, patient came back with complaint 
of swelling in same region (Fig. 4).

Extraction of maxillary permanent first and second molars 
along with alveoplasty. The defect was covered with buccal fat 
pad with overlying closure with a layer of buccal mucosal flap 
was carried out under general anesthesia. Specimen was sent for 
histopathological examination.

Patient was under observation for recurrence and metastasis. 
After 1 year of follow-up, patient was symptom free and wound 
was healed completely with no sign of metastasis (Figs 5 and 6).

mobility. Medical and menstrual history both were noncontributory. 
Provisional diagnosis of fibroma was made.

H e m a t o l o g i c a l  a n d  r a d i o g r a p h i c  i nv e s t i g a t i o n s , 
orthopantomogram (OPG), were made. OPG revealed that severe 
bone loss was present with distal root of first molar starting from 
cervical third till apical one-third area (Fig. 2).

Differential diagnosis of f ibroma, peripheral giant cell 
granuloma, and neurofibroma was made.

Excision of the lesion was carried out under local anesthesia; 
2% lignocaine with adrenaline (1:80,000) (2% Lignox)®—Posterior 
Superior Alveolar Nerve Block and Greater Palatine Nerve Block were 
used. Excision was followed by thorough curettage with Gracey’s 
Curette Number 13, 14 and irrigation with diluted tincture iodine 
with normal saline was done followed by zinc oxide—COE-PAKTM 
(Eugenol free, GC Manufactured) dressing was given. The specimen 
was sent for histological examination (Fig. 3). Patient was recalled 
for follow-up after 24 hours and 1 week—no abnormal findings 

Fig. 1: Intraoral gingival enlargement with tooth 16,1

Fig. 2: Osteoprotegerin (OPG) showing bone resorption with distal 
root of 16

Fig. 3: Excision of soft tissue enlargement

Fig. 4: Recurrence of swelling within 15 days

Fig. 5: After 1 year of follow-up, complete healing is seen

Fig. 6: Osteoprotegerin (OPG) after 1 year of follow-up showed 
complete healing
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of fibrosarcoma. Myofibroblastic sarcomas (myofibrosarcomas) are 
presently graded as low, intermediate, and high type.11

Low-grade myofibroblastic sarcoma is malignant variety 
of tumor originating due to myofibroblastic differentiation of 
mesenchyme. This entity can be reported at any age and in 
either of genders but with a partly male preponderance. In the 
literature, almost 20 cases of low grade myofibrosarcoma of the 
oral cavity, mostly involving the tongue and bone area, have been 
documentated.1 But, only one case of gingival origin has been 
illustrated so far which was in mandibular anterior region.12 The 
placement of this kind of tumor in the gingiva is unfamiliar and 
unusual and in our patient the location was very rare which is 
maxillary posterior region.

Patients with LGMS have been reported in all age duration 
from 4–85 years with mean of 40 years and male showed high 
predomination slightly. The dimensions of these tumor vary 
from 1.5–17 cm.13

Clinically, it is present as a painless, slow-growing mass with 
little pain sometime course and overlying epithelium does not show 
any changes or break in continuity, which contributes to delayed 
diagnosis and further worsening prognosis.1 But, present case was 
reported in female in early teen age and posterior region.

Hi s to lo g i C a l a n D im m u n o C H e m i C a l exa m i nation

Histologically, the lesion was collection of areas with high-cellular 
activities. The epithelium lining was ulcerated and showed acute 
and chronic inflammation (Fig.  7). Neoplastic cells were spindle 
shaped with elongated, atypical nuclei with prominent nucleoli 
and eosinophilic cytoplasm. The cells were arranged in a diffusely 
infiltrative pattern within the gingival mucosa, bone trabeculae 
were also present (Fig. 8). Neoplastic cells were immersed in myxoid 
stroma. Focally, necrosis and calcifications were detected.

Immunohistochemically, the neoplastic cells were scatteredly 
stained with vimentin (Fig. 9), smooth muscles were stained with 
actin and desmin predominantly. They were cytokeratin, CD34, 
and CD21 negative.

 Immunochemical analysis showed negative response of tumor 
cells towards S-100 protein (Fig. 10) These all histological findings 
were indicative of low-grade myofibrosarcoma.

Di s C u s s i o n
In 1980, Ghadially coined term myofibrosarcoma for malignant 
tumor arising from myofibroblasts, which was a corresponding term 

Fig. 7: Hematoxylin and eosin staining showing intact overlying  
epithelium with neoplastic infiltration

Fig. 8: Hematoxylin and eosin staining showing presence of  
bone trabeculae

Fig. 9: Vimentine positive

Fig. 10: S-100 negative
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Presence of continued normal epithelium increases the peril 
of late diagnosis and thus affecting the prognosis adversely. 
Detection of these myofibroblastic sarcomas is very difficult 
as the tumor surface appears with normal overlying mucosal  
surface clinically, but in literature, some cases were reported 
with the lasting nonhealing ulceration on overlying mucosal 
surface.14 Present case had normal overlying mucosa, which gave 
presentation of fibroma.

Detection of osteolytic and bone destructive process at the 
location of lesion can be supportive in the diagnosis,14 but in 
our patient, though the tumor mass was so close to the bone, 
no bone involvement was detected clinically. Histopathological 
and immunohistochemical analyses are the requisites for 
the confirmatory diagnosis.13,14 During the incisal biopsy, 
depth of the specimen should involve sufficient submucosal 
thickness, as it can contribute the outcome. As specimen 
from tumor surface may show presence of granulation tissue 
such as structures and hypocellular zones but not the atypical 
hypercellular patches.3,14 Fine-needle aspiration biopsy might 
be noncontributory.

Co n C lu s i o n
The clinical presentation of myofibrosarcomas is strenuous to 
distinguish it from other mesenchymal tumors. Histological and 
immunohistochemical analysis investigations play prime role in 
diagnosis of these tumors. Therapeutic goals should include the 
surgical removal of the lesion, functional, and esthetic rehabilitation 
of the patient thus affecting the quality of the patient’s life 
positively. Long-term follow-up is needed.
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