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Case Report

Solitary Myofibroma of the Mandible

IN a Six-Year Old-Child:

Diagnosis of a Rare Lesion

MOUMITA CHATTARAJ', SWAGATA GAYEN?, RUDRA PRASAD CHATTERJEE?, NEHA SHAH*, SANCHITA KUNDU*®

ABSTRACT

Myofibroma is a benign uncommon fibroblastic tumour originating from the soft tissue, bone and may affect both children and adults.
Radiographically myofibroma presents as unilocular radiolucency. Histologically, typical biphasic cellular arrangement is noted.
Immunohistochemical markers are useful for definitive diagnosis of this uncommon neoplasm. Here, a case of six-year-old male child
with a localized swelling in the left body of mandible is presented. The clinical, radiological, histological and immunohistochemical

findings were corroborative of Infantile Myofibroma.

CASE REPORT

A six-year-old male child patient reported in the Department of
Oral and Maxillofacial Pathology of Guru Nanak Institute of Dental
Sciences and Research with the chief complaint of swelling involving
left side of the lower jaw since two months. There was a history of
trauma two and half months ago. No history of fever, weight loss or
other constitutional symptoms was noted.

The swelling was initially noticed as a small nodule which increased
gradually to attain the present dimension. Extraorally there was
presence of a well demarcated swelling involving the left side of
the body of mandible [Table/Fig-1a]. On palpation the swelling was
well localized, firm, non mobile, 2x2 cm in diameter, non tender,
fixed to the underlying bone and non adherent to the superficial
skin. No submandibular lymphadenopathy was noted. Intraorally no
abnormality was detected [Table/Fig-1b].

Orthopantomogram revealed no abnormal features within the
tooth bearing areas and jaw bones except for a soft tissue shadow
visible in relation to permanent tooth bud of left mandibular canine
to second molar region. PA view of chest revealed no abnormal
features.

Magnetic Resonance Imaging (MRI) evaluation of the maxillofacial
region, comprising axial, sagittal and coronal T2- weighted imaging
showed signal changes involving left submandibular region with
areas of necrosis and soft tissue swelling with oedema. Mild signal
change was also seen from adjacent bony portion. Plain Computed
Tomography (CT) scan of the jaws with 3D reconstruction image
showed the presence of a soft tissue Space Occupying Lesion
(SOL) with erosion of bone in relation to the inferior aspect of left
side of the body of the mandible [Table/Fig-1c,d].

Based on the above clinical and radiological features, a provisional
diagnosis of benign neoplasm of fibrous, neural or muscular tissue
origin was made and the patient was referred to the Department of
Oral Surgery for surgical maneuver.

An incisional biopsy was planned and routine blood test was
found to be within normal limits. After written informed consent
from the patient and ethical clearance, an incisional biopsy was
performed under general anesthesia and the specimen was sent for
histopathological evaluation.

Histopathological examination revealed the presence of tumour tissue
composed of stromal cells exhibiting biphasic pattern with light and
dark stainingareas. The light staining areas mainly consisted of spindle
cells with eosinophilic cytoplasm arranged in fascicular or storiform
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[Table/Fig-1]: a) Extraoral; and b) Intraoral photographs of the patient; c) Magnetic
Resonance Imaging (MRI) revealed the presence of signal changes in left subman-
dibular region (arrow); d) Plain Computed Tomography (CT) scan of the jaws show-
ing erosion of bone in relation to the affected region (arrow). (Images left to right)

pattern with elongated nuclei. These areas often alternate with
closely packed round cells with slightly pleomorphic hyperchromatic
nuclei, around distinct haemangiopericytoma like vascular spaces.
Cellular atypia was not noted. The histopathological diagnosis of
‘Myofibroma’ was made and to confirm this immunohistochemical
analysis of a panel of antibodies was done. Strong immunopositivity
was noted for Smooth Muscle Actin (SMA), Muscle Specific Actin
(MSA), vimentin and calponin, whereas negative immunoreactivity
was noted for p-63, desmin, h-Caldesmon. Based on the above
clinical, histopathological and immunohistochemical findings, a
definitive diagnosis of ‘myofibroma’ was confirmed [Table/Fig-2].

Then the patient was again sent to the Plastic Surgery Department
of RG Kar Medical College Hospital, Kolkata for further surgical
treatment. In Oral Surgery Department the lesion was surgically
explored under general anaesthesia. A 1.5 inch horizontal incision
was given near the left submandibular region. After blunt dissection
the tumour mass was exposed, this was attached to the left body
of the mandible [Table/Fig-3a]. Excision of the tumour mass was
done along with removal of a portion of regional bony margin.
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[Table/Fig-2]: a) — Low power photomicrograph showing biphasic appearance
of the tumour cells (H&E 10X); b) High power photomicrograph showing spindle
shaped cells arranged in storiform pattern with elongated nuclei along with pres-
ence of round cells (H&E 40X). Immunohistochemistry (40X) showing the positivity to
¢) Calponin; d) MSA; e) SMA; and f) Vimentin.

[Table/Fig-3]: a) Photograph showing surgical exposure of the tumour mass; b)
The excised tumour mass; c) The cut surface of the tumour; d) Extraoral photo-
graph showing the 12 months postoperative view of the pa

The excised specimen was greyish white, multilobulated, having
gelatinous surface which was further sent to our department for
histopathological evaluation [Table/Fig-3b,c]. Stained section from
the excised specimen also revealed the characteristic confirmative
features of ‘Myofibroma’. The patient was followed up at regular
interval and no signs of recurrence were noted over the period of 12
months [Table/Fig-3d].

DISCUSSION

Myofibroma and myofibromatosis are rare benign mesenchymal
neoplasms originating from myofibroblast which may occur in the
soft tissue, bone or internal organs [1,2]. They were first described by
Stout AP under the term “Congenital generalized fibromatosis” [3].
Smith KJ et al., in 1989 reported a solitary case of this tumour under
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the term ‘myofibroma’ following which World Health Organisation
adopted the term myofibroma (solitary) and myofibromatosis
(multicentric) to describe benign neoplasm of contractile myoid cells
[4], though myofibroma commonly occur in the head neck region,
however intraosseous lesions are rare. It is most commonly seen in
children between birth upto 12 years of age [5].

The cause of myofibroma is currently unknown, though trauma has
been implicated in the pathogenesis of this neoplasm. In response to
trauma or any mechanical tension the fibroblast cells get stimulated
and under the influence of platelet derived growth factor they are
differentiated into protomyofibroblast. In the cytoplasm of this cell,
accumulation of more amounts of actin microfilaments (stress fibres)
occurs. Then under the influence of Transforming Growth Factor-
beta (TGF-B) and EDA-Fibronectin these protomyofibroblast cells
are differentiated into myofibroblast cells. The proliferation of these
myofibroblast is responsible for occurrence of myofibroma [5]. A
history of trauma was noted in the present case which could have
caused the proliferation of myofibroblast.

Clinically the diagnosis of myofibroma is challenging, as the lesion
presents as an asymptomatic, firm, nodular swelling which may
cause expansion of jaw bones leading to facial asymmetry [2,5,6].
In the present case a firm, non mobile mass was noted over the
left side of the body of the mandible in a six-year-old child which is
in accordance with the clinical findings reported in various studies
[5-71].

Radiographically, myofibromas usually appear as unilocular or
multilocular radiolucency surrounded by a thick sclerotic border.
Some cases show thining of cortical plate along with displacement
of regional teeth [5]. MRI is useful specially when the soft tissue
tumours are present. CT scan is helpful to diagnose any bony
erosion/involvement [8]. Our case did not show any characteristic
radiological feature on OPG but significant bony erosion was noted
on CT scan and MRI imaging technique.

Histopathology reveals the presence of spindle shaped cells arranged
in intersecting bundles, which are uniform, having vesicular nuclei,
eosinophilic cytoplasm and indistinct cell borders. There is also
presence of numerous blood vessels along with the proliferation of
round cells giving haemangiopericytoma like appearance. The dark
staining area with proliferation of round cells and light staining areas
consisting of spindle cells gives the tumour a biphasic appearance
[1,5,6,8-11]. This alternating light and dark stained area creates
a micronodular ‘Zoning’ phenomenon, which is characteristic
for myofibroma. These features were also evident in the present
case [6,7,12]. Myofibroma shows positive immunoreactivity to
vimentin, a-smooth muscle actin and muscle specific actin and
immunonegativity to desmin, S-100 and CD-34 [1,2,6-9,12]. In
our case immunopositivity was found in SMA, MSA, calponin
and vimentin whereas desmin, h-Caldesmon and p63 showed
immunonegativity. The histopathological differential diagnosis of
myofibroma includes the tumours of muscle origin, neural origin and
other tumours like desmoplastic fioroma, fibromatosis and low grade
fiorosarcoma. The neoplastic cells of leiomyoma are positive for
desmin in contrast to myofibroma. Schwannoma and neurofibroma
do not contain hemangiopericytoma like blood vessels and shows
immunopositivity for S-100 protein whereas myofibroma shows
negativity for S-100. The absence of haemangiopericytoma like
vascular pattern can help to differentiate desmoplastic fibroma from
myofibroma. Desmoplastic Fibroma (DF) also shows less constant
positivity to a-SMA whereas myofibroma shows strong positivity
to it. Fibromatosis has a more monomorphic growth pattern in
comparision to characteristic biphasic pattern of myofioroma [2].
Evaluation of desmin expression helps to distinguish myofibroma
from myofibrosarcoma. Uniformly negative espression is seen in
myofibroma, whereas strong immunopositivity to desmin is seen in
myofibrosarcoma [1,2,5,7,12].

Treatment for the typical solitary lesion is enucleation to resection,
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depending on the extent of the lesion [5]. A 7% to 31% of local
recurrence has been reported to occur in excised cases of
myofibromatosis [12]. The prognosis is good in case of solitary
lesion, whereas multiple myofibromatosis have got fatal outcome
[1]. Chemotherapy or radiation has been seldom used for
myofibromatosis except for a few cases with recurrence or non
resectable lesion [1,12,13]. In this case excision of the tumour
mass was done along with the removal of a portion of regional bony
margin. No signs of recurrence have been seen after one year post
surgical period.

CONCLUSION

Myofibroma is a benign, self limiting and localized tumour consisting
mainly of myofibroblast. Since the prognosis of this tumour is
variable and can range from excellent to sometimes fatal, so early
and proper diagnosis is mandatory.
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