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Myofibroma is a rare and benign mesenchymal tumor defined by a proliferation of myofibroblastic tissue,
most often affecting children. We report the clinical, radiological and histological features of a case of
myofibroma of the mandible in a 3-year-old-girl, followed by a systematic review to define the diagnostic
and therapeutic criteria.

Keywords: The literature systematic review shows that the age of the patients was between a few weeks of life and the
Child end of adolescence. our case includes most of the parameters encountered in the literature. 86% of the tumors

jaw neoplasm

affected the mandible versus 14% for the maxilla. Dental damages are possible. The clinical and radiological

myofibroma aspects are not typical. Only the histological examination confirms the diagnosis. The first-line treatment
always includes surgical excision of the tumor. Recurrences are rare. This pathology requires the
intervention of a multidisciplinary team and a regular follow-up.

© 2019 Marion Strub. Hosting by Science Repository.

Introduction

Myofibroma is a rare and benign mesenchymal tumor defined by a
proliferation of myofibroblastic tissue. They may be isolated
(myofibroma) or disseminated (myofibromatosis). It most commonly
occurs on children during the first decade [1, 2]. The most frequent
locations are head and neck region. Bone involvement of the mandible
and maxilla is relatively rare [3]. The preservation of deciduous or
permanent teeth germs involved by tumor is a challenge for surgical
management. The authors report a case of myofibroma of the mandible
in a 3-year-old-girl. A systematic review on the myofibroma of the jaw
bone focuses on its clinical and radiological features, followed by the
treatment options.

Case-report
A 3-year-old girl was referred in the department of Paediatric Dentistry

of the Hospital of Strasbourg for a facial asymmetry observed by her
parents. The swelling, developed over for a few months, concerned the

right side of the mandible. Concerning the familial history, the authors
noted a Gardner’s syndrome of the father and grandfather. This type of
familial adenomatous polyposis, linked to the APC gene mutation, is at
the origin of multiple colorectal polyps. Osteomas may affect the jaw.
Although genetic analysis in search of the APC gene mutation was
strongly advised, parents did not want to perform the test on their kid.
The older brother had been tested and carries the mutation, but he did
not have any symptoms yet.

The clinical examination revealed a firm extensive mass, partly filling
the vestibule. The oral mucosa was normal and free of ulceration. The
patient had no pain, no lymphadenopathy and no difficulties in feeding.
Primary teeth were intact, non-mobile and not displaced. The panoramic
radiography revealed an ill-defined radiolucent lesion extending from
the first left central incisor to the first right molar (Figure 1A). The germs
of the permanent teeth were displaced. The teeth showed no radicular
resorption. The CT scan showed a bone expansion with a cortical
thinning and multiple perforations (Figure 2). The MRI revealed an
heterogenous tumor whose size is 20,82 x 28,34 mm (Figure 1B).
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figure 1 A: Panoramic radiography showing an extensive radiolucent
lesion of the mandible. B: Heterogenous aspect of the tumor on MRI
(T2).

Figure 3: Visual appearance during surgical procedure

Figure 4: Hematoxylin-eosin staining

One of the difficulties was the potential for teeth and other odontogenic
structures to be involved by tumor. Under general anesthesia, the
vestibular approach revealed about ten cortical perforations. The tumor
was whitish and grayish with a firm plurinodular aspect (Figure 3). The
surgeon performed a complete resection of the tumor, respecting a safety
margin of 5mm at the soft tissue level. The preservation of bone
continuity and the integrity of permanent teeth was a challenge.
However, the residual bone around the germs guided the surgeon to
preserve them. The sampling was sent for anatomopathological analysis.
The tumor consisted of a proliferation of spindled cells arranged in a
fascicular pattern (Figure 4A). The myofibroblasts with small nuclei
showed no atypia. A hemangyiopericytoma like pattern gave the lesion
a ramified vascular aspect (Figure 4B). The clinical and radiologic
follow-up allowed to control the bone healing, the evolution of the
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permanent teeth and the absence of recurrence. The patient had been on
follow up for 18 months without any tumor recurrence.

Review

The objective of this review is to analyze the cases reported in the
literature, to define the clinical and radiological features of myofibroma
and myofibromatosis affecting the jaw bones.

Methods

Two independent researchers selected the articles, first from the
abstracts and then from the full text. Only cases involving the mandible
or the maxilla in children were selected. There were no restrictions
regarding sex, general health, date of therapeutic management and health
professional. MEDLINE, COCHRANE, GOOGLE SCHOLAR and
OPENGREY databases were used with the following key words:
(myofibromatosis AND mandible) OR (myofibroma AND mandible)
OR (myofibromatosis AND jaw) OR (myofibroma AND jaw) OR
(myofibromatosis AND maxillary) OR (myofibroma AND maxillary).
All types of articles were retained, including case reports. The duplicate
records were excluded. The following data were extracted from the
articles: author, year, number of patients, age, localization, medical
history, circumstances of discovery, clinical data, imaging exams,
radiographic ~ characteristics,  histological analysis, treatment,
recurrence/follow-up. Descriptive statistics were computed.

Results

The research strategy retained 61 articles. After screening the titles and
abstracts, 41 manuscripts were selected for full text reading. The
excluded items were due to the age of the patients, the localization of the
tumor or diagnosis (one case of myofibroblastoma). After full reading, 4
articles were rejected because of other localization or other diagnosis.
Finally, 35 articles published between 1984 and 2017 and one article
submitted for publication were selected for the review [1-35]. The flow
chart diagram of the systematic review is depicted in (Figure 5)

61 articles founded

52 MEDLINE

8 GOOGLE SCHOLAR

1 submitted, under review

Ii 21 references excluded because they

40 selected for full-texte reading

36 included in the review |

Figure 5: Flow-chart of the search strategy

In total, 90 cases of myofibromatosis or myofibroma of the jaw were
listed in the literature, with only 3 articles reporting myofibromatosis
with involvement of the mandible or maxilla [9, 17, 25]. Multicentric
forms with mandibular or maxillary involvement are therefore quite rare.
The age of the patients at the time of surgery was between a few weeks
of life and the end of adolescence [9, 10, 17, 27]. 11% were less than 1
year old and 34% less than 10 years old. 54% were males and 46%
females. Looking at medical history, trauma was reported for 4 children
but most of the time the history did not bring a contributory information
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[5, 16, 30, 32]. 56 patients visited the pratician following the discovery
of a mass, a swelling, a facial asymmetry, a hypoesthesia, or a trismus
[2,4-7,11, 13, 18, 20, 21, 23-27, 29-34]. The youngest case was referred
by his parents for decreased oral intake and bleeding from the hard palate
[17]. Seven cases were discovered during routine examination [1, 16,
28]. The majority of the tumors affected the mandible (86% versus 14%
for the maxilla). At the mandible, the posterior lateral sectors were the
most affected (93%). The right side seemed twice more involved.
Concerning clinical examination, the oral mucosa was considered as
normal state in most cases. The literature reported only 2 cases of
ulcerations [1, 17]. Palpation revealed a firm mass in all cases. The
lesions were almost always painless and nerve implication rare (only one
case of hypoesthesia) [26].

Regarding the teeth, only two patients presented tooth mobility but no
loss of vitality was noted [1, 13]. 12 patients had dental displacements,
affecting most off the time the germs. Concerning imaging exams, most
practitioners used conventional radiography and CT scan. Panoramic
radiography is used to have an overview. MRI was not realized
systematically (only 6 patients). In case of suspicion of multicentric
myofibromatosis, other examinations could be performed like skull X-
ray, chest X-ray, abdominal ultrasound, Body-CT-scan. Radiographic

Table 1: Immunohistochemical data for myofibroma

exams revealed in more than half of cases bone expansion and cortical
thinning. 19 cases reported cortical perforations. 16 lesions were well-
defined and 5 described as ill-defined radiolucency. Approximately half
of the lesions were unilocular and the rest had a multilocular appearance.
Displacements of the germs or the teeth located near the tumor were
often described but the dental resorptions are evoked only in 4 cases.
These resorptions could concern one or more teeth. The first-line
treatment always included surgical excision under general anesthesia. In
the case of myofibromatosis with a location in the maxilla in a 2-year-
old child, chemotherapy using vinblastin and methotrexate was
performed before complete surgical resection [17]. Once the intra- or
extra-oral surgical approach was performed, the tumor was always
described as firm and white, yellow or grey. Many of the authors
described it as non-encapsulated and non-bleeding solid tumor. In most
cases the tumors were easily removed from their bone site. Most of
surgical resections were performed in order to get margins free of tumor.
The determination of these margins did not bring out a consensus,
ranging from bone curettage to margins of one centimeter [20]. 3 cases
required interruptive resection of the mandible [21, 31, 32]. 12 surgical
procedures required removal of teeth or germs and in one case the teeth
were preserved at first and then finally extracted after a recurrence [36].
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Histological examination confirmed the diagnosis of myofibroma.
Hematoxylin eosin or Masson’s trichrome staining highlighted spindled
cell proliferation of myofibroblast and fibroblast arranged in fascicles
alternating with hemangiopericytoma-like pattern. Few or no mitosis
were observed. The histological features showed no difference between
solitary myofibromas and multicentric forms. Myofibroma was always
immunoreactive for actin and vimentin and typically negative for desmin
and protein S-100 (Table 1). Recurrences were rare (only 2) and most of
the time attributable to incomplete excision or to multicentric forms [7,
36]. The follow-up ranged from 6 months to 17 years (mean 4 years).
One of the cases of maxillary myofibroma recurred twice despite
surgical management. The medical team chose a chemotherapy approach
for the second recurrence using vincristine, actinomycin and
cyclophosphamide. It allowed a regression of the tumor

Discussion

27 selected articles reported only one case, 5 articles reported between
two and four cases and only two large case series were identified (12 and
34 cases). Thus, the authors included all the articles in their review
strategy, even the case-reports. The etiology of myofibroma is unknown
and the diagnosis is usually realized after the appearance of swelling, as
in the case presented previously, or through routine radiographic
examination. As described in most cases, the patient reported in this
case-report had a healthy gum without ulceration. This lesion presented
the features of a myofibroma, which are most commonly found in
literature : firm and painless mass, with no symptomatic nervous
involvment, radiolucent with bone expansion. This mandibular
localization is the most frequently encountered. However, the reported
localizations are more often posterior whereas in this case the tumor is
rather anterior. Although dental lesions are reported in some cases of the
literature, our patient had no abnormalities in temporary teeth, no
displacement or mobility, but the germs of the permanent teeth were
displaced.

The symptomatology is not specific, and the clinical examination alone
is not sufficient to establish the diagnosis. Complementary CT scan or
MRI imaging examinations allow the patrician to perform differential
diagnosis and to approach the surgical phase in optimal conditions. The
radiological aspect is not constant. Lesions are not well-defined, with or
without internal calcifications. Only the histological analysis of the
anatomical piece leads to the diagnosis of myofibroma. For the case
reported previously, only the histological analysis allowed to establish
the diagnosis, the appearance of the tumor in situ was not typical. The
use of chemotherapy remains uncommon but seems to give satisfactory
results in multicentric forms or for extensive tumors. It seems to result
in the regression of the tumor before resection or even in complete
disappearance. There is no consensus about the choice of therapeutic
molecules. This medical treatment could avoid extensive interruptive
resection of the mandible, particularly crippling during growth in
children.

Conclusion

Myofibroma of the jaw is a rare tumor in children and literature mainly
gathers case-reports. Its therapeutic management requires the
intervention of a multidisciplinary team including surgeons, oncologists,

radiologists and anatomopathologists. Indeed, the diagnosis must be
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confirmed by the histological examination of the anatomical piece. Most
often surgical resection is preferred, and the recurrence rate of the tumor
is low. Chemotherapy treatments are mentioned to treat the most
aggressive forms. A conservative approach and regular follow-up seems
to be a good consensus for the management of myofibroma in children.
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