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Abstract

Desmoid tumor of the breast is an extremely rare entity. Histologically, it
corresponds to a benign fibroblastic proliferation of a local evolution, with a
high recurrence potential. We report the first case of elderly woman pre-
sented with desmoid-tumor of the breast as a manifestation of Gardner’s
syndrome. A brief literature review was provided. We report the case of a
72-year-old woman who presented with five months history of painful and an
exophytic mass of her left breast. She is known to have familial polyposis and
had a total colectomy with Gardner’s syndrome. She had a history of osteo-
mas of the maxilla. On clinical examination, there was an exophytic painless
mass, on the upper medial quadrant of the breast. She had also lipoma in the
left leg and pigmented skin lesions in legs. Her mammograms showed a sus-
picious stellar image. A computed tomography scan showed an ovoid lesion.
Excision of the lesion was performed. Histopathology confirms a desmo-
id-tumor of the breast. Evolution was marked by lesion recurrence. In con-
clusion, desmoid tumor of the breast is rare, non-metastatic but locally ag-
gressive. Clinical expression is often nonspecific. Treatment remains contro-
versial; surgical excision is the treatment of choice.
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1. Introduction

Desmoid tumors (DT) are rare, characterized by local malignancy with a high
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tendency to recur. It is a monoclonal myofibroblastic proliferation producing
abundant hyalinized collagen tissue desmoid-type. It is often poorly limited and
invades surrounding tissues, making it difficult to remove. The risk of recur-
rence after excision surgery is very variable according to the studies, which
makes the choice of their optimal treatment difficult. The desmoid-tumor has no
metastatic potential.

It develops preferentially in the rectus abdominis muscle after an operation or
a pregnancy, but can also develop on the limbs, in the neck or at the mesentery.
These tumors are usually located in the abdomen or in the abdominal wall,
sometimes they are extra-abdominal [1]. DT of the breast is extremely rare, the
incidence is <0.2% of primary breast neoplasm. Its occurrence is more frequent
and common in young women. Genetic factors in addition to trauma and hor-
monal factors are the primary known etiologies [2]. In Gardner’s syndrome, the
incidence ranges from 4% - 17% [3].

We presented a rare case in the elderly woman, to discuss the diagnosis and

management of a patient with DT as a manifestation of Gardner’s syndrome.

2. Case Presentation

A 72-year-old woman presented with a five-month history of breast pain with an
exophytic mass of her left breast. She is a smoker and non-obese woman. She is
known to have familial polyposis. At the age of 30, she had a subtotal colectomy.
At the age of 48, she had rectal resection with ileoanal anastomosis for polyps’
recurrence on that remaining digestive tube. Besides, she had a history of dental
abnormalities with supernumerary and impacted teeth. At the age of 35, she had
an osteoma of the left maxilla removed at the Department of oral and maxillofa-
cial surgery.

Her physical examination revealed a small breast. On the upper medial qua-
drant of the left breast, there was an exophytic painless mass, resulting in a visi-
ble arch in profile with no skin adhesion, no nipple discharge, and no lympha-
denopathy. The right breast was normal. The diagnosis of lipoma was initially
suspected. She had also lipoma in the left leg and pigmented skin lesions in legs.

The performed mammogram (Figure 1) showed a suspicious stellar image
and the ultrasound showed a hypoechoic lesion with a dense background. A
computed tomography (CT) scan (Figure 2) with contrast injection showed an
ovoid lesion measuring 30 * 25 mm, located in the retro-glandular fat, in front of
the pectoral muscle.

A core biopsy was then performed and has shown a benign lesion consisting
in conjunctive hyperplasia with no apparent evidence of malignancy. But be-
cause of the FP history, diagnosis of breast desmoid tumor was suspected, and
multidisciplinary meeting’s decision was tumor resection.

Excision of the lesion was performed by direct incision next to the tumor, al-
lowing perfect exposal of the lesion. The resection was performed at 2 cm of

macroscopic distance from the palpable area of the tumor, including fascia and
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Figure 1. Mammogram of the left breast showing a stellar image in the exophytic mass.

Figure 2. CT scan showing in left breast a retro-glandular homogeneous lesion with ir-
regular limits.

pectoralis muscle next to the tumor. The lumpectomy piece of the left breast
measured 80 x 60 x 25 mm. At the cut, a whitish, firm, poorly limited tumor
measuring 35 x 28 mm was located at 5 mm from one of the surgical excision
margins. The histological study revealed a proliferation of spindle cells with
moderate collagen giant cells without mitotic activity consistent with a fibroma-
tosis. The diagnosis of Gardner’s syndrome with coexisting desmoid tumor of
the breast was made. The patient didn’t receive any other treatment after the re-
section.

2 years later, evolution was marked by multiple lesions” recurrence on the
lumpectomy’s scar and overflowing inferior-medial and upper outer (Figure 3).
In view of the extent of the recurrence, the patient underwent a second surgery
to remove the recurrence of the mammary gland and flap reconstruction of the

dorsal muscle.
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Figure 3. Breast desmoid tumor’s reccurence 2 years after surgical treatment.

3. Discussion

Our patient presented a Gardner’s syndrome (GS). She initially presented with
polyposis of the colon and had a subtotal colectomy, this was followed by the
recurrence of digestive polyposis followed by rectal resection with ileoanal anas-
tomosis. Also, She had a history of dental abnormalities and osteomas of the
maxilla confirming the diagnosis of GS.

Gardner’s syndrome is a rare autosomal dominant inherited disorder reported
initially by Gardner in 1951 and characterized by the triad of colonic polyposis,
multiple osteomas and mesenchymal tumors of the skin and soft tissues (epi-
dermoid cysts, lipomas, ...) [4]. The syndrome may present at any age. Symp-
toms are most of the time evident by the 20™ year of age; this is the first case in
elderly woman. It represents a multisystemic disease with a variety of symptoms
and often diagnosis is delayed. Usually, the cutaneous and bone abnormalities
manifest earlier than polyposis [5]. However, in our case, the polyps were diag-
nosed five years before the extracolonic manifestations. The majority of tumors
in patients with GS present intra-abdominally. The incidence of mammary des-
moid tumors in GS is extremely rare 4%, the incidence of desmoid tumor of the
breast is less than 0.2% of primary breast neoplasms [4]. Our patient with the
history of recto-colic polyposis, presented at the age of 72 with an exophytic
painless mass in the left breast. Histological evaluation of the surgical specimens
leads to the diagnosis of breast fibromatosis.

Breast fibromatosis is a benign breast tumor, but it is clinical, mammographic
and ultrasound presentation is often very suspicious. The etiology of breast fi-
bromatosis is most of the time unknown, the risk factors reported include sili-
cone implants, surgical trauma as well as in association with GS [1]. In this
present case, the tumor is associated with Gardner’s syndrome. In this group, an

alteration of the f-catenin pathway is considered to be the cause of the disease
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[6]. Most of these cases were reported in young and fertile women with rare cas-
es in male patients [7] [8]. Glazebrook KN et al reported an extensive study of
125 cases of mammary fibromatosis (114 women and 11 men). Patient age
ranged from 22 to 49 years [1]. To our knowledge, this is the first case report in
the literature of Gardner’s syndrome associated with a fibromatous tumor of the
breast in the elderly woman.

Clinically, mammary fibromatosis is a firm, painless, unilateral nodule, poorly
circumscribed, of variable size, more often peripheral than peri-areolar, some-
times associated with a cutaneous retraction [1]. This lesion can be painful espe-
cially when it infiltrates the deep planes. Our patient showed no skin retraction.
The images observed on the mammogram can mimic a malignant lesion. Echo-
graphy most often finds an irregular hypoechoic masse. Computed tomography
and magnetic resonance imaging have the interest to show chest wall involve-
ment, important for surgical planning [2] [9].

Large core biopsy is not always successful in the differential diagnosis of a
tumor of mesenchymal origin [11]. A diagnosis can be made from the micro-
scopic exam after surgery. Macroscopically, fibromatosis may be poorly circum-
scribed, firm, white-gray lesion of variable size. Histological examination usually
reveals the presence of bundles of long sweeping and characteristic spindle cells
with regular nuclei surrounded by varying amounts of collagen [7] [12] [13].
The immunohistochemistry exam shows positivity for S-catenin in 70% of cases
[7].

Mammary fibromatosis is a locally aggressive tumor with no metastatic po-
tential. The risk of local recurrence explains the wide nature of the surgery,
which always consists of wide fibromatosis excision with clear margins, followed
by biannual local monitoring because of the high risk of recurrence. If the mar-
gins are invaded, surgical revision is indicated. The literature reports recurrence
rates of 5% to 25%, most of them within three to six years after excision [1] [10].
In the present case, the follow-up at 2 years showed the recurrence of the lesion.
A mastectomy followed by reconstruction can be proposed for forms with mul-
tiple recurrences. In the case of parietal invasion, the surgery can be extremely
dilapidating up to take the breast, the pectoral muscles, the chest wall and the
parietal pleura [14] [15].

Various adjuvant and complementary treatments to surgery (radiotherapy,
hormonal therapy, anti-inflammatory, cytotoxic) have been evaluated, allowing
in rare cases partial or complete responses [3] [16] [17] [18] [19] [20]. In the
case of desmoid tumors of the breast associated with Gardner’s syndrome, hor-
mone receptors are in general negative; hence, our patient was not offered hor-
monal therapy. Ishizuka et a/ reported a positive response with Tamoxifen even
in estrogen receptor-negative breast desmoid tumors, this may be explained by
apoptosis phenomena induced by transforming growth factor A1 [19]. Radiation
therapy has been shown to improve local control of desmoid tumor when used

in combination with surgery [3].
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4. Conclusion

Desmoid tumors of the breast are rare, infiltrating, and non-metastatic but have
a high tendency to recur. The clinical expression is often nonspecific and mimics
malignancy. Breast imagines are nonspecific and cannot distinguish between be-
nign lesion and malignancy. Ultrasound scan and MRI are helpful for deter-
mining tumor extent and chest wall involvement. The treatment remains con-
troversial because of the low incidence. Due to the high risk of recurrence, a
wide local excision with clear margins is recommended. Adjuvant ant hormonal,

chemotherapy and radiation therapy are controversial.
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