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ABSTRACT: Fibromatosis, a locally aggressive but non-metastasizing neoplastic proliferation of
fibroblastic cells, commonly encountered in the abdominal wall and extra-abdominal sites but rarely
occurs in the breast. Here we report a case of aggressive fibromatosis of breast, which presented as a
palpable mass in the right breast of a 53-year-old female. The physical examination revealed a 12x10
cm sized ovoid mass in the right upper outer quadrant. Ultrasonogram demonstrated an 8x5 cm sized
hypoechoic mass with peripheral increased vascularity on doppler imaging. Wide local excision was
done and pathology revealed aggressive fibromatosis.
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INTRODUCTION: Aggressive fibromatosis is a rare, locally aggressive disease. By definition,
fibromatosis is non-encapsulated well-differentiated fibroblastic lesion composed of relatively
uniform fibroblasts and collagen and forming a firm, solitary, or multinodular mass with an
infiltrative growth pattern.l? Aggressive fibromatosis is a commonly encountered entity in the
abdominal wall and at extra abdominal site but very rare in breast and the incidence of mammary
fibromatosis is less than 0.2% of primary breast neoplasm.l3 The etiology is unknown, but an
association with Gardner's syndrome has been described. Clinical and imaging findings may simulate
breast carcinoma.

CASE REPORT: 53 year old lady presented in surgical outpatient department with recurrent right
breast lump of one month duration. She had undergone excision of a similar lump about 3 months
back by a private practitioner. The lump was localized in the upper outer quadrant of the breast and
was associated with occasional mild pain. Examination of the right breast revealed a mass in the
upper outer quadrant measuring 12x10 cm, hard in consistency, mobile, slight tender to touch and
not attached to the skin or any underlying structure. The nipple, areola and breast skin were normal.
Also a linear scar mark of size 7 cm was present about 4 cm from the nipple on right breast s/o prior
excision biopsy. The left breast and both axilla were normal. Bilateral so no mammogram was done
which showed a well-defined opacity with no irregularity or micro calcification with increased
parenchymal density measuring 8x5 centimeters in the lateral aspect of the right breast (fig 1). No
focal abnormality was noted in the left breast. No axillary lymphadenopathy seen bilaterally. ACR
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FIG. 1: SHOWING SONOMAMMOGRM FIG. 2: SECTION SHOWING STROMAL
OF RIGHT BREAST PROLIFERATION WITH PLEOMORPHIC

STROMAL CELLS BREAST

FNAC from right breast lump was done which showed large no. of hypercellular stromal
fragments with singly dispersed and groups of spindle cells in metachromatic stroma leading to
cytological findings suggesting PHYLLOIDES tumor. Wide local excision was carried out considering
the size and recurrence of tumor.

On gross histopathological examination, tumor showed stromal proliferation with
pleomorphic stromal cells and it was infiltrating into surrounding adipose tissue (fig. 2). Sections
reviewed after extensive sampling and immunohistochemistry showed positivity to SMA, EMA
(positive in entrapped gland), and negativity for desmin.

Also tumor showed infiltrating edge with entrapment of adjoining breast parenchyma and
closest resected margin. Thus the histological features favored the final diagnosis of aggressive
fibromatosis over inflammatory myofibroblastic tumor. As tumor showed infiltration in closest
resected margin patient underwent simple mastectomy and resected base, skin, nipple and areola
were negative for tumor.

DISCUSSION: Breast fibromatosis is a very rare mesenchymal neoplasm (cell growth) which may
occur in women, typically between the ages of 25 and 45. It is one of a group of benign 'spindle-cell’
proliferative lesions which are often difficult to distinguish from malignant breast cancer,
especially spindle cell carcinoma. It is important to recognize mammary fibromatosis as it presents a
big dilemma for the clinician, because it mimics cancer clinically, radiologically and sometimes
cytologically.2 Although the exact pathogenesis of mammary fibromatosis is not clear, at least 30% of
patients recount history of significant trauma to the involved area.? *Antecedent trauma has been
described at the site of fibromatosis in some patients and in association with saline-filled breast
implants.256 Few cases have been associated with Gardner's Syndrome; familial multi centric
fibromatosis and familial adenomatous polyposis which suggests a genetic predisposition and
probably alteration of the APC/ beta-catenin pathway.% 2457

Patients with mammary fibromatosis almost always present with a painless palpable, firm or
hard tumor that suggests carcinoma on clinical examination as the case with our patient. Skin
dimpling and retraction are relatively common signs of breast fibromatosis that is likely to reinforce
the clinical impression of carcinoma.2 Mammography reveals a stellate tumor indistinguishable from
carcinoma. The presence of mammographically detectable microcalcifications; however, favors the
diagnosis of carcinoma since calcifications are unusual in mammary fibromatosis.
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Rarely, the tumor is non-palpable and detected initially by mammography.2 Pre-operative
diagnosis of fibromatosis by FNAC is rare. Nevertheless, fine needle aspiration cytology, although not
entirely specific, may be a source of important information in patients with breast fibromatosis. In
particular, it confidently allows the exclusion of breast cancer and other more common diseases and
is useful in planning a surgical approach to the lesion.8

This illustrates the importance of the triple approach (clinical, radiological and cytological
input), in the management of breast disease.® 10 Histologically, fibromatosis is composed of uniform,
spindle shaped fibroblasts forming sweeping or interlacing fascicles entrapping ducts and lobules
with an infiltrative edge. The degree of cellularity varies, ranging from relatively cellular to
predominantly collagenized lesions.

Devouassoux-Shisheboran et al studied the morphofunctional features of 33 cases of
fibromatosis and showed that the cellularity of the lesion varied with the patient’s age.!! Lesions in
the younger patients (childbearing age) were significantly more cellular than those of the
perimenopausal and postmenopausal groups, it displayed larger proportion of cells with mild atypia
and were mitotically more active.

Compared to lesions in the childbearing group lesions in the perimenopausal and
postmenopausal patients were significantly more fibrous and presented with prominent
inflammatory cells. Numerous reports showed that even though extramammary fibromatosis usually
exhibit positivity for ER and PR, mammary fibromatosis is consistently devoid of such receptors.2 8 12
moreover, Devouassoux-Shisheboran et al have shown that cytoplasmic pS2 protein expression,
which is induced by estrogen, is consistently negative in their series of 33 cases.

Therefore, no benefit from anti-estrogen therapy would be expected in mammary
fibromatosis. One caveat to this would be that tamoxifen has been shown to induce synthesis of
transforming growth factor beta 1 by ER-negative fibroblasts, which may explain the effectiveness of
tamoxifen on ER negative fibromatosis.11

Because of the consistent absence of ER and PR receptors in mammary fibromatosis, a
positive reaction for either receptor in a spindle cell neoplasm of the breast would help exclude
fibromatosis from the differential diagnostic consideration for practical purposes. Along the same
lines, since myofibroblastoma of the breast was found to express AR, AR positivity in a well
delineated myofibroblastic proliferation of the breast would favor the diagnosis of myofibroblastoma
over that of fibromatosis.!!

This case shows positivity for smooth muscle actin and EMA and negativity for desmin and
both estrogen and progesterone receptors, hence being consistent with the findings in the literature.
Wide local excision is the recommended treatment, because of the stellate configurations and grossly
inapparent extensions of most lesions. Negative margins are particularly important in fibromatosis as
there are no other treatment modalities.3

As breast fibromatosis do not demonstrate metastatic capabilities, axillary dissection is not
performed.*A literature review conducted by Trey Thomas et al suggests that patients should
undergo quarterly clinical examination for a minimum of three years; as available literature suggests
the majority of local recurrences manifest within this time frame.*There is no evidence that
postoperative radiotherapy, chemotherapy or hormonal treatment is useful as an adjunct to surgery
for primary treatment or to control recurrent disease.2This patient is on regular follow up in the out-
patient clinic and is recurrence free at one year.
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