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ABSTRACT
Background: Aggressive fibromatosis (AF), also known as desmoid tumour or musculoaponeurotic
fibromatosis is a monoclonal fibroblastic proliferative disease. It can present as abdominal and extraabdominal fibromatosis. Extra abdominal deep fibromatosis represent 3.5% of fibrous tissue tumor
and 0.03% of all neoplasms. Anterior chest wall forms 10% of Extra abdominal deep fibromatosis
cases.
Case history: Patient presented with a progressively increasing large swelling on the chest wall since
2 years. On examination, firm to hard ill defined growth was found. Microscopic examination showed
a cellular spindle cell tumour. Strong positivity for VIMENTIN and focal positivity for SMA and
DESMIN was seen on Immunohistochemistry. Final Diagnosis of aggressive fibromatosis was made.
Conclusion: This case is being presented for its rarity, unusual clinical presentation and overlapping
clinical and histopathological features with fibrosarcoma, which is a malignant entity.
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INTRODUCTION
Aggressive fibromatosis also known
as Desmoid tumours are a rare group of
locally aggressive, nonmalignant tumours of
fibroblastic origin that can lead to
significant morbidity due to local invasion
and may even result in a fatal outcome when
located around vital organ. [1] The term
desmoids tumor was first used in 1838 by
Muller, extracted the word “Desmo”, which
means tendon like in Greek [2] The tumours
are composed of spindle-shaped cells placed
in a collagenous matrix without alterations,
which is typical of malignancy. AF grows
slowly and never metastasises; however,
local recurrence and adjacent organ
involvement are important causes of
morbidity and mortality. [3] Its annual
incidence is 0.2-0.5/100000, and constitutes

less than 4% of all soft tissue tumors. [4] The
histopathologic differentiation between
aggressive fibromatosis and other closely
related
spindle
cell
lesions
like
fibrosarcoma,
neurofibroma,
nodular
fasciitis, fibrous histiocytoma and infantile
myofibromatosis are a challenge to the
pathologists as it requires expertise to
differentiate the finer details. But the major
challenge in dealing with the lesions of
fibromatosis is to avoid an over diagnosis of
fibrosarcoma and an under diagnosis of
reactive fibrosis.
CASE PRESENTATION
We present the case of a 29-year-old
male presented with a progressively
increasing large swelling measuring
6cmx4cm on the chest wall since 2 years.
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Physical examination revealed ill defined
growth which is firm to hard in consistency.
X-ray and CT showed an infiltrative soft
tissue tumour with areas of calcification.
Clinical diagnosis of soft tissue sarcoma
was made. Gross Examination revealed
poorly defined margins with cut surface
showing
glistening
white,
poorly
circumscribed, fasciculated appearance.
Microscopic examination showed a cellular
spindle cell tumour. The spindle cells
showed mild to moderate pleomorphism,
reduced
cytoplasm
merging
with
surrounding collagen. Nucleus shows well
defined nuclear membrane with opened up
chromatin. Few giant cells were seen.
Mitotic activity was low (1-2/10 hpf) in the
tumour. Thin walled, non branching vessels
are seen. The tumour was seen infiltrating
into skeletal muscle. No evidence of
necrosis was seen. No well defined capsule
or border was seen.

Immunohistochemistry:
Strong
positivity for Vimentin was observed. Focal
positivity for SMA and Desmin was seen.
The streptavidin biotin peroxidase complex
immunohistochemical technique was used.
Based on the above findings final diagnosis
of aggressive fibromatosis was made.

Figure 1: Cellular proliferation of bland spindled cells arranged
into ill defined long fascicles. Irregular infiltration into skeletal
muscle.

Figure 3: Cells strongly express VIMENTIN

Figure 2: Cells are spindled or stellate inshape and have bland
nuclear features. Extensive keloid-like collagen deposition

Figure4,5: SMA & DESMIN shows focal positivity
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DISCUSSION
Aggressive fibromatosis is also
known as musculoaponeurotic fibromatosis
or desmoid tumour. Deep fibromatosis are
rarer than their superficial counterparts.
Extra abdominal Deep fibromatosis
represent 3.5% of fibrous tissue tumor and
0.03% of all neoplasms. [5] Common extra
abdominal sites are shoulder, chest wall,
back, thigh and head and neck. Anterior
chest wall forms 10% of Extra abdominal
deep fibromatosis cases. It arises as a deepseated, firm, poorly circumscribed mass,
grows insidiously and causes little or no
pain. [6,7,13] Aggressive fibromatosis is
characterised by slow progression, local
invasion and post op recurrence but no
metastasis is seen. [8,13]
Differential diagnosis is low grade
fibrosarcoma,
nodular
fascitis,
myxofibrosarcoma,
neurofibroma,

schwannoma. Fibromatoses are nonmetastasizing but may exhibit both rapid
growth
and
visceral
involvement.
Spontaneous regression has been described
but rare tumors mimic a malignancy in their
tendency to occur locally. [9] Pathologically,
fibromatosis has a deceptively bland
appearance. It is however associated with an
infiltrative growth pattern that results in
difficulty in complete excision and
propensity for recurrence. [10] Clinical
differentiation of desmoids from malignant
tumors may be difficult in view of the local
invasive growth of the former. This case is
being presented to make pathologists aware
of this comparatively rare entity which may
mimic low grade fibrosarcoma. Points of
differentiation
between
aggressive
fibromatosis and low grade fibro sarcoma
are: [11,12]

EXTRA ABDOMINAL FIBROMATOSIS
Mild to moderate cellularity, rarely necrotic
Small, pale-staining nuclei with 1 to 3 minute nucleoli and clumped
chromatin
Rarely >5 mitotic figures/hpf

Fibromatosis has a more uniform
growth pattern, more mature cells and a
paucity of mitosis compared with
fibrosarcoma. The grade I fibrosarcoma is
usually discernable from fibromatosis by the
presence of occasional larger nuclei with
ominous chromatin clumping, greater
cellularity, greater mitotic activity and thin
rather than thick collagen bundles. Mitotic
figures are rare and the finding of more than
one mitotic figure per high power field or
atypical mitotic figures should raise the
[11]
suspicion
of
fibrosarcoma.
Immunohistochemistry is of little help in
differential diagnosis because positive
immunostaining against vimentin can be
observed in all fibrous connective tissue
tumors. [12]
CONCLUSION
This case is being presented for its
rarity, unusual clinical presentation and
overlapping clinical and histopathological

LOW GRADE FIBROSARCOMA
Usually more cellular , frequent necrosis
Larger more hyperchromatic nuclei
chromatin
>5 mitotic figure/hpf

showing

fine

features with fibrosarcoma, which is a
malignant entity.
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