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ABSTRACT
Myofibromatosis is a rare fibrous childhood tumor, with variable clinical behavior whose treatment is challenging in a country with
scarce resources. The objective of this work is to report a clinical case of myofibromatosis in a child with the involvement of the right
submandibular gland, whose treatment was surgical with satisfactory results, although periodic controls are mandatory due to the
possibility of recurrences rarely described.
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INTRODUCTION
Rare, however, more common childhood disease, benign,
with unknown pathogenesis [1-6]; myofibromatosis is defined
as a mesenchymal disorder, is sporadic characterized by a
fibrous proliferation of the skin, bone, muscle and viscera [5,7,8].
Sometimes it presents a volume increase that exhibits rapid growth
[1]. According to the WHO, it is clinically classified as solitary,
multicentric myofibromatosis without viscera involvement, and
multicentric with viscera involvement (generalized) [2,9].
They show a predilection for the head and neck region, being the
most common oral location the mandible, tongue and jugal mucosa,
following the abdomen [2], when involving viscera, the most
common are the cardiopulmonary system and digestive tract with
higher morbidity and mortality [10]. Conservative management
and controls are recommended for solitary or multicentric forms
without visceral involvement, as spontaneous regression usually
occurs [8,10].

Surgical treatment is recommended when these because
mass effects [8]. Aggressive treatment with radiotherapy,
chemotherapy and radical surgery is used for disseminated forms
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with visceral involvement [8]. The aim of this study is to report a
clinical case of myofibromatosis in a child with involvement of the
right submandibular gland, whose treatment was surgical with
satisfactory results in a country with few resources.

CASE REPORT

A 23-month-old female child, melanoderme, transferred from
Tete (Mozambique), with a history of disease evolution about 3
months, with progressive increase in volume in the submandibular
region, rapidly growing, painless, without fever. He denies a history
of illness and hospitalization. Denies family history of illness.
Denies history of allergies (Figure 1).
On physical examination, a facial asymmetry was observed at
the expense of a hard elastic mass fixed to the deep planes, located in
the submandibular region to the right, crossing the midline, slightly
painful palpation, no lesions at the skin level, without change in
skin color (Figure 1). Intraoral inspection revealed intact mucosa
with no signs of lesions, tongue motricity was maintained, without
involvement of dental arches. Hemodynamically stable, with the
remaining organs and systems without significant changes.
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Figure 1: Patient admission on Maputo Central
Hospital (HCM).

Figure 3: Histological result.

On the right submandibular ultrasonography, she presented
normal thick skin. Large hypoeogenic lesions were observed
in the submandibular region with poorly defined contours,
with calcifications, of tumor aspect, impresses correspond with
tumor lesion of the bone. Associated with lymphadenomegaly,
dimensions of 15x12mm. Abdominal ultrasonography, within
normal standards. CT scan reveals a large solid mass is observed,
located in the right submandibular region of variable density
(29-42HU) predominantly hyperdense in its interior, or areas of
necrosis (in relation to the neoformative/tumor). It meets the base
of the tongue, laterally meets the parotid, medially displacing the
digastric and Hyoid muscle. There is also slight bone erosion of the
right lateral phase of the mandibula. parapharyngeal spaces and
unchanged pterygopalatine fossa. Preserved muscle and adipose
planes (Figure 2).

Figure 4: Excised tumor.

Figure 2: Craniofacial computed tomography scan
(axial cuts).
Routine blood tests (blood count and biochemistry) were
within the parameters considered physiological, negative serology
for HIV, an incisional biopsy was made, whose histological result
was compatible with that of myofibromatosis (Figure 3), the patient
was later prepared for surgical excision and submaxilectomy under
general anesthesia (Figure 4 & 5).
C 2020 Open Access Journal of Biomedical Science

Figure 5: Operated patient.
Fragments are observed that show a lesion composed of bundles
of fusiform cells with atypia that sometimes form a tourbillon, with
lumen of vascular aspect. Low mitotic index without necrosis.
Marginal excision.
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Figure 3 Intraoperatively, excision of the mass “in totus” and
submaxilectomy, where a well-circumscribed mass measuring more
than 10X5cm was observed, removed from the submandibular
region that caused minimal right mandibular bone erosion and
patient on the sixth postoperative day, after removal of stitches,
facial edema in gradual regression, with satisfactory evolution of
the condition (Figure 4).

DISCUSSION

In 90% of the cases this tumor occurs in children under 2 years
with a slight predilection for the male sex, in this case we describe
this tumor in a 23 months old female patient, which supports the
literature [5]. This tumor can classically present itself in solitary
form, a single lesion that affects the skin and or muscles of the
head, neck, or trunk in 75% of cases [1]. In the multicentric form
involving skin, subcutaneous cellular tissue, muscle, and bone [5].
In the multicentric form with visceral involvement may involve
cardiopulmonary system, thyroid gland, adrenal, kidneys, pancreas,
and gastrointestinal tract and rarely the nervous system [2]. In
this case, we describe the solitary form with involvement of the
submandibular gland in which a sub-maxillectomy was mandated,
a fact that according to the literature consulted describes to be very
rare [2] and little is known about it.
Myofibromatosis treatment for solitary lesions consists of
the excision of the mass, although the literature mentions that
lesions of reduced size may resolve spontaneously [1,6], in this
case despite the solitary form due to the effect of marked mass, the
excision of the mass associated with submaxilectomy was made
because it involves the submandibular gland. However, satisfactory
results have been observed. Although rare, periodic clinical and
radiographic controls will be mandated according to the literature,
with the aim of monitoring possible recurrence [2,4,6,11]. There
is no conclusive evidence to support the benefit of adjuvant
radiotherapy or chemotherapy in solitary myofibromatosis [2].

CONCLUSION

Although benign, myofibromatosis may be aggressive with
rapid growth, in which diagnosis and treatment should be
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instituted according to its presentation form. Although they are
rarely recurrent, periodic controls are recommended.
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