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Abstract

Case Report |

Introduction: Desmoplastic fibroma is a benign and rare intraosseous tumor. This lesion has local aggressiveness and
a significant risk of recurrence. It can simulate a malignant tumor chart. Observation: A 11-year-old child who
consulted for a mandibular swelling gradually evolving for 1 year. Swelling is associated with dental mobility without
sensory disorders or cervical lymphadenopathy. Radiological signs are in favor with aggressive pathology. The biopsy
revealed a desmoplastic fibroid or low-grade fibrosarcoma. Radical surgical treatment was performed. Discussion:
This location is exceptional. No cases of mandibular localization have been reported in the literature. The clinical and
radiological signs are not very specific. The diagnosis is most often pathological associated with histochemical
immune. The recommended management is surgical by a wide resection.
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INTRODUCTION

Desmoplastic fibroid, or bone desmoid fibroid,
is a rare benign bone tumor of fibroblastic nature [1, 2].
The initial description of this tumor goes back to Jaffe
[3] in 1958. There is histological and macroscopic
similarity between desmoplastic fibroids and soft tissue
desmoid fibroids [4, 5].

The definition of the World Health
Organization (WHO) [6] is: "A benign but locally
aggressive bone tumor that is characterized by the
abundant formation of collagen fibers by tumor cells";
the tumor tissue is "poorly cellular and the nuclei are
ovoid or elongated in shape"; "The cellularity,
pleomorphism and mitotic activity of fibrosarcoma are
absent." A case of desmoplastic fibroma supported in
our department is reported here to identify specific
diagnostic and therapeutic problems that may arise
during the management of this rare tumor.

OBSERVATION

A 12-year-old child consulted in our training
for a right mandibular swelling of progressive evolution
over a period of 1 year, at the clinical examination
without neurological or noticeable signs.

The exooral clinical examination (Figure 1)
found facial asymmetry related to a swelling forming
part with the painless right mandible, not adherent to
the skin, fixed in relation to the deep plane, with healthy
skin in appearance. Endooral examination (Figure 2)
revealed a good oral opening, and a tumor of the lower
right premolar region measuring 4 cm of major axis.
The swelling filled the vestibule and extended from the
floor. The mucosa was healthy and without dental
mobility. On palpation, the lesion was painless and of
firm consistency. There was no sensory disturbance in
the territory of the chin nerve. Examination of the
cervical lymph node areas did not show
lymphadenopathy.
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Fig. 1 & 2: Exo and endooral view showing facial asymmetr

y at he xpense of a right mandibular swelling with a

good oral opening

An  X-ray performed, made of an
orthopantomogram (Figure 3) and a facial CT scan
(Figure 4) with axial, coronal and 3D sections found a
well-limited right mandibular osteolytic lesion of
regular contours measuring 56X47X49 cm centered on

the horizontal branch, the angle and part of the rising
branch. And at the panoramic radio a polylobed
osteolytic lesion of 7.5 cm of the right hemimandibule
mainly affecting the right horizontal branch, the
mandibular angle and the homolateral rising branch.

Fig. 3: Image 7.5 cm polylobed osteolytic lesion of the right hemimandibule mainly affecting the right horizontal
branch, the mandibular angle and the homolateral rising branch
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Figure 4: Facial scanner with axial, coronal and 3D sections objectifying a well-limited right mandibular osteolytic lesion of
regular contours centered on the horizontal branch, the angle and part of the rising branch

A surgical bone biopsy was performed by a
direct approach. The histological diagnosis was that of
desmoplastic fibroid or low-grade fibrosarcoma.

A right hemimandibulectomy (Figure 5) was
performed under general anesthesia by transfacial
approach in our patient carrying the inferior alveolar
nerve. An immediate reconstruction by a maxi plate

was carried out. The histopathological examination of
the operating room revealed a desmoplastic fibroid
measuring 9cm. The postoperative follow-up was
simple. On a general level, a consultation with a child
psychiatrist took place in order to improve the quality
of life of the little one in front of the mutilating surgery
she took place.
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Figure 5: right switch hemimandibulectomy with maxi plate reconstruction in our patient with post-operative view (3 months after the

DiscussIiON

Desmoplastic fibroids appear as a very rare
bone tumor. It represents, according to Taconis et al.,
[7]1 0.3% of benign bone tumors. There is no sexual
predominance and desmoplastic fibroids occur in more
than 75% of cases in the first three decades. Clinical
signs are variable is often discreet. In most cases, it is a
little or no painful tumor. Slow growth may explain
some delay in management, scannographically, the
lesion has areas of uni or multifocal osteolysis with or
without peritumoral osteocondensastion border. The
intralesional partitioned appearance is described as a
honeycomb or honeycake structure. Invasion of the soft
parts and rupture of the cortical are found in 20% of
cases [9]. The differential diagnosis raised by imaging

gesture)

Figure 6: Postoperative Dental Panoramic X-ray

is: giant cell lesion, intraosseous angioma, eosinophilic
granuloma, aneurysmal cyst, chondromyxoid fibroid,
ossifying fibroid, ameloblastoma, sarcomas and
metastases.

This finding helps to explain, as is the case in
our observation, the extremely high recurrence rate in
cases where intralesional excision of the desmoid
fibroid was performed, either by simple enucleation or
by simple curettage. This relationship between the
tumor tissue and the adjacent bone justifies extra-
lesional excision carrying a margin of healthy
peritumoral bone tissue to limit the risk of local
recurrence. Anatomopathologically, there is a great
histological similarity of bone desmoid fibroid with soft
tissue desmoid fibroids. It is a connective tissue very
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rich in collagen. These collagen fibers are arranged in
large parallel bundles or on the contrary in fine
corrugated fibers without clear fasciculate arrangement.
Cell wealth is moderate or even low. The cells are
fusiform and small. The nuclei are small, regular, round
or ovalar, with fine chromatin. Mitoses are rare. There
iS no mitotic atypia. Desmoplastic fibroids have
moderate vascularization. There are no bone or cartilage
components within the tumor. The most delicate
histological differential diagnosis is low-grade
fibrosarcoma [7, 10].

Tumor biopsy is an essential therapeutic
prerequisite. It should preferably be surgical in order to
provide sufficient material to the pathologist. In our
observations, the initial surgical biopsy made it possible
to establish the diagnosis in our case. The natural
history of desmoplastic fibroids after treatment is
marked by the high risk of tumor recurrence. The tumor
recurrence finds a tumor with the same histological
features as the initial tumor. In contrast, described cases
of malignant transformation into fibrosarcoma are most
often considered to be underestimates of the exact
nature of the initial tumor. The same applies to the
occurrence of metastases. Desmoplastic fibroma is a
benign tumor, with local progressive malignancy, not
giving metastasis or malignant transformation [8, 11].

Analysis of desmoplastic fibroid treatment in
the literature is difficult. Indeed, the therapeutic conduct
is based on the necessarily limited experience of each
author, given the rarity of this tumor. Nevertheless, it is
very clear that intra-lesional procedures, such as
curettage, are doomed to a very high recurrence rate,
from 50 to 72% [8]. Extralesional resection procedures
offer the best outcome, with less than 5% recurrence
[8]. Desmoplastic fibroid, however, remains a benign
tumor and, depending on the location, an extra-lesional
resection procedure of the tumor may be functional
prognosis. Reconstruction after resection uses the usual
techniques of tumor surgery: vascularized autograft or
not, allograft.

Postoperative monitoring should be prolonged.
Indeed, the average time of occurrence of recurrences is
three years, it must be clinical and radiological [8].

CONCLUSION

Desmoplastic fibroma (bone desmoid fibroid)
is a rare bone tumour. The histology of desmoplastic
fibroma is identical to that of soft tissue desmoid
fibroids. It is a slow-growing tumour. For radiological
diagnosis, CT or magnetic resonance imaging (MRI)
would be an examination of choice. It makes it possible
to take stock of the local extension, at the level of the
bone and possibly the soft parts. A biopsy is an
essential prerequisite for treatment. The positive
diagnosis is histological. Differential histological

diagnosis is sometimes difficult, especially with low-
grade fibrosarcomas. The evolution after treatment is
marked by a high rate of local recurrence in case of
incomplete excision (curettage). The treatment of
choice is surgical and consists of a large tumor
resection whenever tumor localization allows [12].
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