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ABSTRACT

Mammary desmoid fibromatosis is a rare pathology that clinically and radiologically mimics a malignant tumor. It
is characterized by a strictly local evolution but with a tendency to infiltration and recurrence. Its diagnosis is based
on histological examination and its treatment is mainly surgical. The differential diagnosis arises mainly with
metaplastic spindle cell carcinoma. Complete surgical excision with healthy margins (up to 3cm) is the treatment
of choice, radiotherapy remains a therapeutic option in addition to surgery in incomplete resections and in the event
of multiple recurrences. Through our case and a review of the literature, we will try to focus on the diagnosis of
this rare entity and its management since it will condition the prognosis.
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INTRODUCTION

Desmoid fibromatosis is a mesenchymal tumor, first
described in 1832. Breast localization is very rare,
Unlike cancers, they have no risk of metastasis but they
are locally invasive, infiltrating, causing pain and / or a
functional gene and present a high risk of local relapse
after surgery. It develops from the supporting tissues and
the aponeuroses. It is made up of elongated cells that
resemble normal cells in fibrous tissue (fibroblasts).

It is a benign tumor which does not give rise to
metastasis, which can be invasive locally, causing pain
or deformity, and for which surgical removal is difficult.
Its development is unpredictable; some forms relapse
repeatedly and rapidly, others evolve in spurts,
interspersed with a phase of prolonged stability. In
contrast, there are forms which regress spontaneously.
The exact causes are still unknown,

Patient and Observation

54-year-old patient, admitted for a nodule in the left
breast, with a history of dyslipidemia under diet alone,
type 2 diabetes under oral antidiabetics, cholecystectomy
08 years ago, G4P3 with 3 living children in good health,
with the notion of taking contraception for several years,
who presents a nodule of the left breast discovered on
autopalpation with a mastodynia without other associated
sign, in whom the examination objectified a straddling
nodule of the infero-internal quadrant and the sub-
mammary groove, of about 3cm of firm consistency,

Irregular contours fixed with respect to the superficial
plane with sign of the dimpling, mobile with respect to
the deep plane painful on palpation without
inflammatory sign opposite, and without axillary
lymphadenopathy.

An echo-mammography: was carried out, objectifying a
nodule of the QII on the oval submammary fold, poorly
limited with indistinct outlines, heterogeneous isoechoic
with posterior attenuation, measuring 14 * 19 * 9mm;
left breast: ACR4, right breast: ACR1

A trucut biopsy: mammary parenchyma devoid of
specific lesion or tumor.

A large extemporaneous lumpectomy was performed in
which anapath was in favor of a desmoid mesenchymal
tumor without signs of malignancy with excision
margins of more than 3cm, and the beta catenin marker
positive. The evolution has been unremarkable.
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Figure 1: clinical appearence

of the nodule.

Figure 3:piece of lumpectomy.

DISCUSSION

Desmoid mammary tumors are very rare, around 100
cases have been reported in the medical literature to date.
The frequency reported by the various authors of
desmoid mammary tumors, whatever the sex, does not

exceed 3.5% of fibrous tumors, and 0.2% of all breast
tumors.[2

Breast localization is encountered at any age. This
mammary desmoid fibromatosis can also be seen in men.
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The pathophysiology is the dark side of this pathology, it
could result from the summation of these 3 factors:
- initiation of cell proliferation following trauma, or

after  breast surgery,** or after breast
prosthesis; >
- a promoting effect of sex hormones: several

arguments plead in favor of this effect in addition to
the hormone dependence of desmoid tumors, since
fibromatosis occurs preferentially in multiparas,
during pregnancy, in a context of hyperestrogenia or
during taking oral contraception; "

- agenetic ground by disturbance of the regulation of
the growth of fibroblasts.

The occurrence of fibromatosis could be the witness of a
family genetic abnormality. In fact, cases of isolated
multicentric familial fibromatosis have been described;
or part of a GARDNER syndrome associating colonic
polyposis, bone malformations, epidermoid cysts and
soft tissue tumors including desmoid tumors. In 1986,
REITAMO defined desmoid syndrome as an entity
associating  fibromatosis  with  skeletal anomalies
(exostoses, geodes; on densities in the femurs and
mandibles;

sacralization of the 5th lumbar vertebra). This syndrome
is said to be autosomal dominant with variable
penetrance.”)

Clinically, this tumor manifests as a mass, firm, of
variable size, painless most often peripheral, which can be
associated with skin thickening or nipple retraction.
Radiologically, we can have a non-calcified spiculated
mass on mammography, micro or macrocalcifications are
rare, on the other hand in 1/3 of cases no lesion is
objectified on mammaography. The ultrasound appearance
corresponds to a solid mass spiculated or microlobulated
irregular, hypoechoic, one can even objectify an attack of
the pectoral or intercostal muscles, therefore this lesion
mimics on the clinical and radiological level a malignant
lesion. Breast MRI is of no interest for diagnostic
purposes, on the other hand it can assess the tumor
extension of large lesions by objectifying a mass with
poorly limited outlines, spiculated iso intense to the
muscles, in iso / T2 hypersignal of variable and
heterogeneous intensity.”

Histologically, it is a poorly defined lesion, star shaped,
firm and whitish macroscopically mimicking a neo. The
microscopic examination reveals a proliferation of
spindle-shaped cells (fibro and myofibroblastic without
nuclear atypia), arranged in bundles, mixed with bands
of collagen, without associated epithelial component. In
immunohistochemistry, cells express intensely and
diffuse smooth muscle actin, so desmin is only expressed
by rare cells (myofibroblastic profile). Very frequently

there is positivity for beta-catenin  which is
characteristically localized to nuclei. Estrogen and
progesterone  receptors are not detectable by

immunohistochemistry in mammary fibromatosis, like its

extramammary counterpart, although for the latter,
therapeutic responses to hormone therapy have been
reported.

The differential diagnosis mainly with metaplastic
spindle cell carcinoma, It also arises in front of a
phyllodes tumor of intermediate or malignant
aggressiveness, in front of fibrosarcoma or myoepithelial
carcinoma or even in front of a fibrous scar because they
are the same spindle cells but ¢ ' is the inflammatory
contingent present in the event of a fibrous scar that will
make the difference. The particularity of this
fibromatosis whatever the site is the infiltration of the
adjacent tissue.

Treatment is essentially based on complete sur?ical
excision with healthy margins (up to 3cm).***2
Recurrences are frequent from 18 to 29% (3 to 6 years),
the thoracic involvement of muscles and ribs is possible.
In some women, a mastectomy is recommended in the
event of multiple recurrence, in the event of a tumor of
large volume or in the event of difficulty of the
histological diagnosis. The place of radiotherapy is very
controversial in the literature, its efficacy is dose
dependent, and tumor control is 60 to 80% for a total
administered dose of 50 to 60 GY. Other adjuvant
treatments have also been tried: anti-inflammatory, anti-
estrogen and low-dose chemotherapy.

CONCLUSION

Breast fibromatosis is an invasive benign tumor. Its
radiological appearance is suggestive of a malignant
tumor. Its diagnosis is pathological and its surgical
excision must be large and carried out in healthy areas so
as to reduce the risk of recurrence. Radiotherapy could
be reserved for incomplete resections or in certain
recurrent forms.
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