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Desmoid fibromatosis tumor of the buttock, mimicking

a man face on MRI
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I Abstract

Purpose: Desmoid-type Fibromatosis (DF) is a rare and locally ag-
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gressive tumor that occurs predominantly between puberty and 40
years, with female predominance. The aim is to clarify the DF manage-
ment.
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Cases report: A 30-year-old woman who had a large desmoid fibro-

\_ matosis tumor of here left buttock with 2 years history of local pain.

MRI showed a well defined and lobulated tumor mimicking a man face.

She underwent en bloc resection of the tumor without recurrence.
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Conclusion: The challenge in DF management lies not on diagnosis,

but in the high frequency of recurrences that can be minimized by a
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carcinological resection with healthy margins, associated to close and
long follow-up.
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Background

Desmoid Fibromatosis tumor (DF) is a rare tumor of deep
musculoaponeurotic origin, that account for 0.03% of all neo-
plasms and develops commonly between the age of 15 and
60 years [1]. It affects abdominal area in general with female
predominance. Other less common sites are affected including
buttock (sacrococcygeal region) that occur as sporadic cases,
but it may have an association with genetic predisposition [2,3].
We report a rare case of a 30-year-old woman who had a large
desmoid fibromatosis tumor of here right buttock, with en bloc
resection.

Case presentation

A 30 year-old woman with 2 years history and 16 months
after his last pregnancy, of progressive growth tumefaction of
the left buttock and local pain without sciatica or neurologi-
cal deficit. The patient had difficulties in walking. Clinical exam

revealed a firm large mass of the right buttock, fixed to deep
plane. There was no other lesion in the body. On MRI, the tu-
mor showed a heterogeneous and isointense aspect in both T1-
weighted and T2-weighted appearance, relatively well defined,
with anirregular and lobulated contour. After contrast injection,
the mass showed heterogeneous enhancement (Figure 1). En
bloc resection of the tumor was done after a painful dissection.
It was attached to deep muscle aponeurosis, with respect of
sacrum bone. The excised mass was firm to hard, reddish-gray
aspect, that measured approximately 14 x 6 x 4 cm (Figure 2).
Surgical margins of resected specimen were free of tumor. His-
topathology study confirmed the diagnosis of desmoid fibro-
matosis tumor. The post-operative period was uneventful with
improvement in pain and walking. No adjuvant therapy was ad-
ministered. One year after she developed two recurrences six
month between them. The patient is under close follow-up and
no recurrence is noted after two years.
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Figure 1: MRI images: (A) Sagittal T1-WI, (B) sagittal T2-WI show-
ing a isointense soft tissue masse with the appearance of a man’s
face, (C) Axial T1-WI shows well defined and lobulated tumor in
the left buttock, which is isointense to the skeletal muscle, (D) with

| contrast enhancement.
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| Figure 2: Nodular and bulky, reddish-gray mass, resected en bloc.
o

Discussion

According to the World Health Organization [4], desmoid-
type Fibromatosis (DF) is a rare infiltrative and locally aggres-
sive tumors arising from musculoaponeurotic tissues. Despite
that it’s histologically benign and slow-growing tumors, DF, also
known as aggressive fibromatosis, has a high rate of local re-
currence [5,3,6]. Enzinger and Weiss [7] had classified DF into
superficial and deep (extra-abdominal and intra-abdominal)
types. DF usually affects the abdominal wall but may be also
found in other less common sites including sacrococcygeal re-
gion which is a rare location [2] and approximately 5-10% arises
in the context of Familial Adenomatous Polyposis (FAP) and
forms the Gardner syndrome [8]. If the etiopathogenesis is not
unclear, some risque factors are advocated as trauma, oral con-
traceptives and pregnancy as shown at our patient.

Clinical diagnosis is not specific, but MRI imaging is very sug-
gestive. The signal, size and form are variable, depending on
cellular components, collagen fibers density and vascularity.
Generally, DF appears a well circumscribed mass, equisignal on

T1-WI and T2-WI with contrast enhancement. The lobulated
shape in particular region, may give some morphotype aspect,
like face, as showed in our case. At our Knowledge, the mor-
photype aspect of tumors, at any location, was never reported.
We think that is only a coincidence. MRI is also helpful on pa-
tient management and surgical decision. Surgery is the treat-
ment of choise. Total removal of the tumor, whenever possible,
is the key of success. Thereby, the reliable indicators is en bloc
resection and free margins of the tumor, without comprimis-
ing surrounding major structures and function. In this vision,
Salas S et al [9], as others, report in their study about 426 cases
DF, including 22 buttock location, that surgical margins do not
consistently correlate with recurrence. But, local recurrences
are common in incomplete resection cases, about 40% [10]. In
addition and in difference to pediatric patients [11], age, site
and size of the tumor are unreliable indicators for recurrence
in adults. Radiotherapy has been used for local recurrence as
well as those that could be excised only sub-totally, which im-
prove the rate of local control [12]. But after complete resec-
tion, regardless of resection margins, post operative radiation
is not recommended and has not demonstrated a clear benefit
[5,14]. Chemotherapy, such as tamoxifen or nonsteroidal antiin-
flammatory drugs, have been used in cases of recurrences, un-
resectable tumors and for patients that are not able to surgery
or radiation therapy. It with seem provide relative activity and
long-term clinical benefits [15]. Spontaneous regressions, at all
sites, are observed in 20%-30% of cases [9]. Accordingly, « Wait
and see » approach may be reasonable in asymptomatic and
low size or low growing tumors.

Conclusion

The diagnosis of the desmoids tumors is relatively easy on
MRI and histologically. The problem lies in the high frequency of
recurrences that can be minimized by a carcinological resection
with healthy margins. If invaded margins and partially resection,
an external radiotherapy and a long follow-up are necessary.
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