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Background: Aggressive fibromatosis is a locally aggressive tumor that originates from the deep musculo-aponeurotic structures.

In this report, we describe the case of an adolescent male with painless, progressively growing swelling in his right arm
necessitated surgical excision and postoperative pathologic examination revealed aggressive fibromatosis.
Case presentation: A 15-year-old boy presented with a painless, progressively growing swelling of his right arm. The swelling

was firm, non-tender and with restricted mobility. MRI imaging revealed a well-defined, heterogenous, lobulated swelling

extending beneath arm and shoulder muscles. Wide local excision of the swelling was done under general anesthesia and
pathologic examination revealed aggressive fibromatosis of the arm. Adjuvant radiotherapy was provided to the patient to reduce

the risk of local recurrence of the tumor.

Conclusion: Aggressive fibromatosis of the upper limb presents as a painless, progressively growing swelling. Assessment with

MRI is imperative for making a preliminary diagnosis. Wide local excision with safety margin with adjuvant radiotherapy is the

main line of treatment to minimize the incidence of recurrence and preserve the limb.
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1. INTRODUCTION

Desmoid tumors are soft tissue neoplasms that account for
approximately 3% of all soft tissue tumors with an annual
incidence 0.2-0.4 for every 100,000 individuals. Also known
as aggressive fibromatosis, these tumors originate from the
deep musculo-aponeurotic structures.!'! Desmoid tumors
are classified as intra-abdominal, abdominal wall, or extra-
abdominal, with the extra-abdominal type being the most
common, accounting for about one-third of all desmoid tu-
mors. The commonly reported affected sites by desmoid
tumors are the shoulder girdle, abdominal wall, chest wall,
breast, abdominal mesentery, and pelvis.[zl

Desmoid tumors have unusual biology and are locally ag-

gressive but never metastatic, hence they are classified to
be of intermediate behavior using the WHO classification
of soft tissue neoplasm."¥! With its tendency for aggressive
infiltration of local structures, the differentiation between
fibromatosis and low-grade fibrosarcoma can be difficult.!*!

In this report, we describe the case of an adolescent male
with painless, progressively growing swelling in his right arm
necessitated surgical excision and postoperative pathologic
examination revealed aggressive fibromatosis.

2. CASE PRESENTATION
A 15-year-old male patient presented with a painless, pro-
gressively growing swelling in his right arm for the last six
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months. The patient described the swelling to be of a gradual
onset. The swelling was not painful, yet caused a sensation
of discomfort on elevation of the right arm. On clinical exam-
ination a 10 cm x 7 cm swelling was felt at the radial aspect
of the upper arm, extending upwards to the shoulder. The
swelling was firm in consistency, non-tender, well-defined,
and with restricted mobility (see Figure 1).

MRI imaging of the right upper limb (see Figure 2) revealed
a 12 cm x 6 cm, well-defined, heterogenous, lobulated soft
tissue mass at the lateral aspect of the upper arm. The mass
extended beneath the triceps muscle, upwards beneath the
deltoid muscle. Tru-cut biopsy was taken and pathologic ex-
amination revealed a spindle-shaped tumor, mostly a schwan-
noma.

Figure 2. MRI of the right arm swelling
2

The patient underwent surgery for excision of the swelling
under general anesthesia. A 10-cm longitudinal incision
was made along the swelling and dissection was carried out
with electrocautery. A firm swelling was found lateral to
the triceps muscle and extending beneath the muscle, firmly
adherent to the humerus. The swelling was traced upwards
beneath the deltoid muscle as demonstrated in the MRI imag-
ing. The swelling was dissected from the surroundings and
was excised with electrocautery from the lateral to the me-
dial aspects. On dissection of the medial part of the swelling,
it was found in close proximity to the brachial artery and
median nerve which were preserved and then the swelling
was completely excised (see Figure 3).

Figure 3. The arm swelling upon its excision

Hemostasis was ascertained then a suction drain was placed
in the wound which was closed in layers. Postoperative
recovery was uneventful except for slight wrist drop that
was investigated with radial nerve conduction study which
revealed transient neurapraxia of the radial nerve.

Postoperative histopathologic examination of the excised
swelling reveled aggressive fibromatosis of the arm and
shoulder with infiltrated safety margins. Immunohisto-
chemical staining for -Catenin confirmed the diagnosis
of Desmoid-type fibromatosis. The patient was referred to
radiotherapy department to receive adjuvant sessions of radi-
ation therapy to decrease the incidence of recurrence of the
tumor.

3. DISCUSSION

The patient of this report was an adolescent boy, in contrast
to the current literature in which desmoid tumors are more
commonly found in women with a female to male ratio of
2:1. The age of the patients (15 years) was within the range
of affection by desmoid tumors, between the ages of 10 and
40 years.D!
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There was no history of trauma or hereditary conditions in the
family of the patient of the present report. Desmoid tumors
are often of idiopathic nature, however they can be associ-
ated with pregnancy, trauma, surgery and hereditary cancer
syndromes such as familial adenomatous polyposis (FAP) in
which the desmoid tumor becomes very aggressive.®!

The onset and character of the arm swelling in the present
report warranted further assessment using MRI that showed
a soft-tissue mass with suspicious features as being lobu-
lated and heterogenous. Preoperative biopsy was then de-
cided to reveal the nature of the swelling. However; the
outcome of preoperative biopsy did not coincide with the fi-
nal histopathologic diagnosis which castes shadows of doubt
on the accuracy of this investigation.

There is no standard treatment for desmoid tumor until now.
Where possible, wide local excision with adequate safety
margin should form the cornerstone of fibromatosis treat-
ment.!” In spite of this, local recurrence is not guaranteed.
The patient was scheduled to surgery and wide local exci-
sion of the swelling was indicated. The swelling was rather
difficult to excise owing to its location beneath the triceps
and deltoid muscles and also because its medial aspect was
in close proximity to the main arterial supply of the arm and
forearm, which may explain the infiltrated safety margins

on pathologic examination. It would have been helpful to
have the excised swelling examined intraoperatively using
frozen section pathology. However, since this was not readily
available in the operating theatre it was not performed.

Other lines of treatment of Desmoid tumors include, ra-
diotherapy, chemotherapy, hormonal treatment and non-
steroidal anti-inflammatory drugs which represent a recent
paradigm shift in the management of desmoid tumors.®! The
patient was indeed referred for postoperative adjuvant radio-
therapy in attempt to reduce the incidence of local recurrence
of the swelling, especially with the infiltrated safety margins
detected.

4. CONCLUSION

Aggressive fibromatosis of the upper limb presents as a pain-
less, progressively growing swelling. Assessment with MRI
is imperative for making a preliminary diagnosis. Preoper-
ative biopsy, albeit being indicated in the majority of cases,
may not reveal the underlying pathology accurately. Wide
local excision with safety margin with adjuvant radiotherapy
is the main line of treatment to minimize the incidence of
recurrence and preserve the limb.
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