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Background = An 18-year-old woman presented with a large right-breast lesion consistent with fibromatosis
containing multiple intraductal papillomas.

Summary  An 18-year-old previously healthy woman presented with a large right-breast lesion. Imaging and
subsequent biopsy suggested fibroadenoma or phyllodes. Due to discordant findings, the patient
underwent an incisional biopsy in the operating room. Final pathology revealed a rare diagnosis
of fibromatosis with multiple intraductal papillomas. Because desmoid tumors of the breast are
exceedingly rare, treatment has been extrapolated from cases involving other extra-abdominal tumors.
Additionally, similar lesions have been treated with wide excisions in the past, but these are associated
with high recurrence rates, and are rather invasive options for a young woman. Therefore, our patient
was treated medically with sulindac and raloxifene with good response on follow-up.

Conclusion  Fibromatosis of the breast is a rare diagnosis, and even rarer is fibromatosis with numerous intraductal
papillomas. We present a case in a previously healthy 18-year-old woman, and we discuss the
complexities of appropriate work-up as well as management of this disease.
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Case Description

An 18-year-old African American woman presented with
an enlarging, right upper inner quadrant mass that she
noticed eight months prior to presentation. The mass was
associated with breast tenderness and skin retraction. The
patient had no prior breast history, and her surgical his-
tory included etonogestrel implantation. In addition, the
patient had a paternal grandmother and an aunt who were
diagnosed with breast cancer in their fifties and forties,
respectively.

Physical exam revealed a firm, immobile, 8 cm lesion in
the upper inner quadrant of the right breast with overlying
skin retraction. There was an additional 1 cm mobile lesion Figure 2. Right breast ultrasound demonstrating palpable mass.
palpated at the lower outer quadrant of the right breast.

No abnormal findings were found in the left breast. There

was no supraclavicular or axillary lymphadenopathy.

Mammogram of the right breast showed an 8.0 x 3.1 x 4.7
cm irregular area of high-density asymmetry in the superi-
or quadrants at posterior depth, and an equal density mass
with macrolobulated margins at eight o’clock, anterior
depth (Figure 1). Ultrasound detected two distinct lesions p—
in the superior aspect of the right breast (Figure 2). Both
lesions were hypoechoic with posterior acoustic shadowing
and evidence of vascularity. These studies were assigned an
overall BI-RADS 5 classification. Ultrasound-guided biop-
sy of one of the lesions showed a fibroepithelial lesion with
increased stromal cellularity, no significant atypia, and rare
mitotic figures (Figure 3).

Figure 3. Right breast pathology showing intraductal papilloma within
1: R CC (Series 2) f fibromatosis.

The differential included cellular fibroadenoma v. phyl-
lodes. Due to discordance between imaging and physical
exam, an incisional biopsy was performed. Alternatively,
excising the palpable 8 cm lesion in the patient’s size 34B
breast would have created a major deformity without cer-
tain improvement in outcome.

Intraoperative findings revealed a firm, irregular mass fixed
to the pectoralis major. Pathology revealed fibromatosis
with central proliferative epithelium including numer-
ous intraductal papillomas and usual ductal hyperplasia.
Cytokeratin studies ruled out metaplastic carcinoma. The
mass involved both breast parenchyma and skeletal mus-
cle. Medial, inferior, and posterior margins were positive.
CT of the chest, abdomen, and pelvis was negative. Breast
MRI revealed one additional fibroadenoma.

Figure 1. Right breast mammographic findings.
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The patient was then referred to a medical oncologist and
geneticist. The Invitae colorectal cancer panel that was sent
only resulted in a variant of unknown significance. After
multidisciplinary tumor board discussion, the patient was
prescribed sulindac and raloxifene for two to four years or
until the lesion became stable. At eight-month follow-up,
the tumor was less symptomatic as well as less prominent
on physical exam.

Discussion

Fibromatosis, a benign desmoid tumor of the breast, is a
rare diagnosis that constitutes less than 0.2 percent of all
primary breast tumors. It is a slow-growing, locally aggres-
sive infiltrating lesion with recurrence rates between 21
and 57 percent following surgical excision. It has most
commonly been reported in women between the ages of
30-40, although men have been diagnosed as well.!

The etiology of fibromatosis of the breast is unclear, but
tumors have been found to arise from both chest wall and
mammary tissue. Similarities with other desmoid tumors
have raised the question of whether there is a relation-
ship with hereditary syndromes including familial ade-
nomatous polyposis and Gardner’s syndrome. Although
there are APC/B-catenin pathway alterations, the majority
of cases are not diagnosed in the context of hereditary syn-
dromes.” Further efforts to link the disease processes failed
to show similar expression of estrogen and progesterone
receptors in breast fibromatosis.>* Finally, there have been
few reported cases in which trauma, including prior sur-
gery and breast augmentation, is proposed to be a cause of
breast fibromatosis.’

Patients typically present with a firm, palpable mass in the
breast, occasionally associated with dimpling or retraction
of the skin.® Mammographic imaging may show a suspi-
cious spiculated mass of BIRADS 5, although up to two-
thirds of cases are not visualized on mammography. These
lesions are also difficult to distinguish on ultrasound.
Although MRI is thought to be the most sensitive tech-
nique for detecting fibromatosis, even this can be variable
and non-specific.”®

Therefore, fibromatosis of the breast is often difficult diag-
nose even following clinical and radiographic work-up,
and histologically, they appear similar to other desmoid
tumors. Their overall composition consists of interlacing
fascicles with peripheral entrapment of mammary tissue.
The stroma is further collagenized with myxoid tissue as
well as blood vessels and lymphoid aggregates. Mitotic
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activity is low, and atypia is rare, but ductal hyperplasia
with and without atypia has been observed.?

To date, no report of intraductal papillomas within the
fibromatous tissue, as was present in our case, has been
published. While it is not uncommon to find prolifera-
tive epithelium along the periphery of the fascicles, central
entrapment is rare. In general, intraductal papillomas that
are found to be benign on core biopsies are not excised;
however, studies show a significant risk of upstaging,
especially when multiple or atypical papillomas are found
on biopsy. Atypia is associated with a four- to fivefold
increased risk of progression to invasive carcinoma.” We
did not excise the papilloma-containing breast fibromato-
sis in our case given the lack of atypia.

The majority of patients diagnosed with breast fibroma-
tosis have been managed with wide local excision and
negative margins.! However, recurrence rates are as high
as 57 percent for patients with muscular involvement and
between 21 to 27 percent for patients with solely mamma-
ry tissue involvement.® Rates increase with younger age,
positive margins, and tumor size.'"” Given the presence of
all three factors in our case, in addition to the morbidity of
resecting the tumor off the chest wall, we did not feel that
a wide local excision would be beneficial.

Odur patient was started on sulindac and raloxifene because
of their roles in halting and causing regression in extra-ab-
dominal desmoid tumors."" In addition to lowering breast
cancer risk, raloxifene has been shown to be effective in
reducing both tumor size and symptoms.'* Radiation and
chemotherapy may play a role in treating patients with
fibromatosis, but the side-effects make these less desirable
for such a young woman."> On the other hand, tyrosine-ki-
nase inhibitors have shown some promise in increasing dis-
ease-free survival in a safe manner, but studies have been
small with limited follow-up.'*"

Conclusion

Fibromatosis of the breast remains a rare disease lacking
clear and standardized management guidelines. We recom-
mended medical management in our case due to lack of
atypia and the high risk of recurrence with excision. The
patient has responded well after eight months of sulindac
and raloxifene. Our plan is to follow her in our high-risk
and medical oncology clinics every three to six months
for the first two years, then off medications every 6 to 12
months indefinitely, depending on her course.
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Lessons Learned

Fibromatosis of the breast is associated with high recur-
rence rates following wide excision. Medical treatment
with nonsteroidal anti-inflammatory drugs and hormone
therapy has been successful; however, patients should con-
tinue to be followed closely with imaging.
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