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CASE SUMMARY

A 48-year-old woman presented
to the emergency center with a rapidly
enlarging, painful right breast mass.
Upon physical examination, the right
breast was asymmetrically enlarged
(Figure 1) compared to the left breast.
A firm, slightly mobile, non-tender,
non-erythematous right breast mass
was palpated without expression of dis-
charge, skin changes, or visible nipple
inversion. Laboratory studies showed
leukocytosis. Imaging and biopsy of the
mass resulted in a diagnosis of fibroma-
tosis-like spindle cell carcinoma — a rare
metaplastic carcinoma morphologically
resembling pure fibromatosis and that
is locally aggressive with a tendency to
locally recur. Radical mastectomy and
pathological evaluation confirmed the
diagnosis of triple negative, fibromato-
sis-like spindle cell carcinoma.

IMAGING FINDINGS
Initial emergent ultrasound of the

palpable abnormality (Figure 2A)

revealed an approximately 16.4 cm

oval, indistinct complex cystic mass
with solid components occupying the
majority of the right breast. The solid
mural component with papillary pro-
jections and peripheral vascularity
measured up to 8.5 cm (Figure 2B).
Follow-up ultrasound revealed a hetero-
geneously hypoechoic solid component
positioned within the upper outer breast
(Figure 2C). Benign appearing nodes
were identified on survey of the axilla
(Figure 2D).

Complete diagnostic evaluation with
mammography identified a solitary,
large, round, right breast mass with
indistinct margins measuring up to 18.3
cm in the greatest dimension without
associated calcifications, skin thicken-
ing or visualized axillary adenopathy
(Figure 3).

Delayed total body images from
bone scan (Figure 4) revealed age-ap-
propriate physiologic distribution of
tracer activity throughout the skeletal
system; however, a rim of increased
tracer activity outlined the right breast
mass, consistent with inflammatory

process. The CT of the chest, abdomen
and pelvis with contrast (Figure 5) dis-
covered multiple hyperdense and cavi-
tary nodules within the lungs, findings
suspicious for metastatic disease. Sub-
sequent pulmonary nodule fine needle
aspiration confirmed metastatic disease.
An MRI was not performed secondary
to the large size of the breast mass.

DIAGNOSIS
Fibromatosis-like spindle cell
carcinoma

DISCUSSION
Fibromatosis-like metaplastic carci-
nomas are an uncommon tumor of the
breast, being a subtype of spindle cell
carcinomas, which compose only 0.3%
of invasive breast carcinomas.' These
tumors can span a wide morphological
spectrum, from admixed conventional
carcinomas to fibromatosis-like carci-
nomas with primarily spindle cells. In a
recent study of metaplastic spindle cell
breast tumors 16 of the 33 lesions were
defined as fibromatosis-like based on
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FIGURE 1. A 48-year-old female with a fibromatosis-like spindle cell carcinoma of the right
breast. Patient’s chest demonstrating a rapidly enlarging, painful right breast mass, (A) fron-
tal and (B) lateral views.

FIGURE 2. 48-year-old female with a fibromatosis-like spindle cell carcinoma of the right
breast. Targeted right-breast ultrasound in the area of palpable abnormality demonstrates
(A) 16.4 cm oval, indistinct complex cystic mass with solid components occupying the
majority of the breast tissues; (B) Peripheral and internal vascularity of the solid compo-
nents in the mass on color flow ultrasound; (C) Additional views of the 8.7 cm papillary,
hypoechoic solid component within the mass; (D) Benign-appearing lymph nodes on survey

<5% of the tumor cells showing epithe-
lial traits.>?

These lesions primarily resemble
fibromatosis histologically with a pro-
liferation of bland spindle cells, but also

contain clusters of epithelial cells which
represent the likely metaplastic origin.
The presence of an epitheliod component
is critical for diagnosis, by distinguishing
pure fibromatosis from carcinoma with
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predominant fibromatosis.? Immuno-
histochemistry with antibodies against
myoepithelial and cytokeratin markers
should assist in establishing a diagno-
sis. In this patient, core needle biopsy
revealed spindled neoplastic cells and
nests of epitheliod cells that were pos-
itive for pancytokeratin, vimentin, and
SMA immunostains. This histopatholog-
ical distribution is infrequent as only five
of the 24 patients in a case series of fibro-
matosis-like spindle cell carcinomas had
neoplastic cells that co-expressed pancy-
tokeratin and SMA.* This lesion was also
negative for estrogen receptors, proges-
terone receptors, and HER?2 over-expres-
sion, typical for spindle cell carcinomas
and limiting treatment options.’

Clinically, these lesions typically
present as a palpable, painless sometimes
rapidly enlarging breast mass in women
with a mean age in the seventh decade
of life.>* The large, painful, and cystic
presentation of our tumor is unique, as a
case series identified pain and swelling,
cystic appearance of the mass, and the
large size to be uncommon.? Typically,
these tumors have well-circumscribed
but microscopically infiltrative borders,
no cystic component or encapsulation,
and have an average size of 2.5-3 cm in
the greatest dimension.**

In general, metaplastic carcinomas of
the breast such as spindle cell carcinoma
show more benign features on imaging
and less axillary nodal involvement than
intraductal carcinomas in mammog-
raphy and sonography studies.® Com-
pared to intraductal carcinomas, these
malignancies are more likely to have
round or oval shape with circumscribed
margins and less likely to have any com-
bination of irregular shape, spiculated
margins, segmentally distributed pleo-
morphic calcifications, and posterior
acoustic shadowing.” In addition to these
imaging findings, spindle cell carcino-
mas can have cystic change on breast
ultrasound. This component is due to
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FIGURE 3. A 48-year-old female with a fibromatosis-like spindle cell carcinoma of the right
breast. Mammography at time of presentation showed a solitary, expansive right breast
mass with indistinct margins measuring up to 18.3 cm which correlated to palpable findings.
(A) craniocaudal view; (B) mediolateral oblique view.

FIGURE 4. A 48-year-old female with a fibromatosis-like spindle cell carcinoma of the right
breast. Whole body bone scan showed age-appropriate physiologic tracer distribution
throughout the skeletal system without evidence of osseous metastasis. The increased rim
of tracer activity about the right breast mass is compatible with inflammatory changes.

necrosis from rapid tumor prolifera-
tion.> On MRI, metaplastic carcinomas
are more likely to have increased signal
intensity on T2-weighted MRI com-
pared to IDC.® While mammography,
ultrasound, and MRI can help differen-
tiate metaplastic carcinomas from IDC,
immunohistochemistry is necessary to
differentiate types and subtypes of met-
aplastic carcinomas.’

Fibromatosis-like carcinomas have
a higher chance of local recurrence
than lymph node metastasis. The risk
of nodal metastasis is possibly related
to the amount and distribution of epi-
theliod cells in the tumor. Due to this
decreased risk of metastases, a sentinel
node biopsy is recommended before
axillary clearance.’* Distant metas-
tases most often localize to the bone
and lung and have the same histology
as the primary tumor.'>#* In recently
recorded cases, two patients have died
from the metastatic disease burden,
indicating its potential for aggressive
behavior.? Our patient was found to
have biopsy proven metastasis to the
lungs without locally metastatic dis-
ease to the axillary nodes. Nuclear
medicine bone scan can be performed
to evaluate for osseous metastasis
given the tumor’s propensity for bony
spread. While our patient had no find-
ings to suggest osseous metastasis,
inflammatory changes associated with
the breast lesion were identified.

Surgical management is currently
the mainstay of treatment for spin-
dle cell carcinomas.'® Early-stage
lesions are the ideal candidate for par-
tial mastectomy and radiation therapy
has been shown to slightly augment
survival. Incomplete removal carries
a high risk of aggressive local recur-
rence for spindle cell carcinomas.?
In later stages of disease, complete
mastectomy is recommended, though
survival is poor. Radiation therapy in
these later stages has not been shown
to provide survival benefit.
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FIGURE 5. 4A 8-year-old female with a fibromatosis-like spindle cell carcinoma of the right breast. CT of the chest, abdomen and pelvis with
1V contrast revealed multiple, bilateral hyperdense (arrow) and cavitary nodules in the lungs. Solid and cystic components of the right breast
mass can also be identified on the CT scan (arrowhead). The same axial slice is presented (A) lung window; (B) soft tissue window.

CONCLUSION

While as a group spindle cell carci-
nomas have a poor prognosis compared
to other invasive mammary carcino-
mas, the fibromatosis-like subtype of
these carcinomas typically have a more
favorable outcome, behaving more like
a fibromatosis than a carcinoma with
the extent of fibromatosis portending
a more favorable prognosis relative to
other metaplastic carcinomas.
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