Phyllodes tumor: A Rare Diagnosis with Typical Clinical Presentation
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ABSTRACT

Phyllodes tumors are rare neoplasms of the breast that comprise approximately 1% of breast
malignancies. These tumors are fibroepithelial in origin and are hard to distinguish from benign
fibroadenomas.! The most common clinical signs and symptoms are a rapidly growing, painless,
mobile breast mass in the upper outer quadrant. Radiology plays an important role in the
diagnosis with mammography and ultrasound being an integral component of the initial
diagnostic work up. Most phyllodes tumors are benign; however, a 5-25% chance of malignancy
makes early diagnosis crucial.! Current treatment guidelines recommend wide surgical excision
due an approximately 15-20% chance of recurrence in patients with less than 1cm margins.? Our
case demonstrates a unique clinical course of a typical phyllodes tumor in a 29-year-old female.
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INTRODUCTION

This case study illustrates the typical clinical presentation, diagnostic evaluation, and therapeutic
intervention of a patient with the rare diagnosis of phyllodes tumor.

CASE REPORT

The patient is a 29-year-old-female who initially presented to the ED with chief complaint of low
back pain. Additionally, she reported right breast swelling that started approximately six-months
prior. Physical exam demonstrated a large mass within the right breast. A limited ultrasound of
the right breast was then performed which demonstrated a BI-RADS category 4C, ovoid,
hypoechoic mass with internal vascularity. The mass was located in the 1 to 2 o'clock position
and measured up to 7.8 cm. Due to the high suspicion of malignancy, biopsy was recommended.
The patient was then discharged at that time with instructions to follow up with her primary care
physician.

The patient returned to the ED with significantly increased swelling of her right breast six-
months after her prior visit. She reported intermittent sharp pain that radiated to her arm and
back. The patient stated that she had indeed followed up with her PCP who agreed with biopsy
recommendations. However, she was never contacted to schedule her appointment. While in the
ED, a repeat right breast ultrasound was performed that re-demonstrated a heterogenous,
hypoechoic mass with a large central cystic region and internal vascularity. It now measured
approximately 14cm, nearly doubling in size from the previous visit.
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Figure. 1. Grey scale sonographic image of the right breast demonstrating a large, ovoid,
hypoechoic, heterogenous mass with large central cystic region located at the 1-2 o'clock

position.

Surgery was consulted, and per their recommendations, a core needle biopsy was performed.
Additionally, a post biopsy bilateral diagnostic mammogram was performed. This was
determined to be the most appropriate plan of care due to the significant interval growth of the
mass and the patients lack of interim follow-up. The patient was scheduled for short interval

follow up in the general surgery clinic.






Figure. 2. Post-biopsy mammogram demonstrating a large, lobulated, hyperdense right breast
mass with multiple internal septations (black arrows) and biopsy clip within the mass (orange
arrow).

The results from the core needle biopsy showed no morphologic evidence of invasive
malignancy; however, given the size and growth rate, the patient underwent total resection of the
right breast mass and excisional sentinel lymph node biopsy. Pathology determined the mass to
be most consistent with a Phyllodes tumor and without associated metastatic disease.

Figure. 3. Gross specimen of right breast excisional biopsy showing a tan-red, variegated,
multilobulated (white arrows) mass.



DISCUSSION

A Phyllodes tumor is a rare neoplasm of the breast that is difficult to distinguish from
fibroadenoma, the most common benign tumor of the breast after fibrocystic disease.? Phyllodes
tumors were first described by Joannes Muller in 1838 and were given the name cystosarcoma
phyllodes. The name was eventually changed because even though the lesions commonly have
microcystic components, they do not typically have a large macrocystic component, as was seen
in our case.* These neoplasms are rare and comprise approximately 1% of breast malignancies.!
Most cases occur in women between 30 and 70 years of age and are known to demonstrate
variable clinical and pathologic behavior.! Therefore, the tumors are better regarded as a
spectrum of fibroepithelial neoplasms that can be classified as benign, borderline, or malignant.
The majority are benign, however, approximately 5-25% are malignant and metastatic disease is
rare.! A Phyllodes tumor classically presents as a painless, rapidly growing, palpable mass
commonly located in the upper outer quadrant of the breast. Due to the rapid growth rate, these
tumors frequently present as a large mass on initial evaluation. Associated findings may include
nipple retraction and bloody nipple discharge when the tumor is located in the areolar region.

Distinguishing a phyllodes tumor from fibroadenoma is difficult and usually must be
differentiated histologically by the presence of increased mitoses, and hypercellular stroma with
cytologic atypia.!® Distinguishing a benign from malignant phyllodes tumor is an easier task.
Benign tumors are non-infiltrating with smooth margins. Additional benign features include low
mitotic activity, minimal amounts of nuclear atypia, and hypocellular stroma components.'
Malignant tumors have a tendency to infiltrate into surrounding tissues, and have increased
mitotic activity, increased cellular atypia, and a broader proliferation of stromal components.'

Our case demonstrated a typical clinical presentation for phyllodes tumor with the patient
presenting with a rapidly growing breast mass. Although the patient did present to the ED
complaining of pain on her second visit, the mass was initially painless with symptoms only
presenting later in its course. A non-specific correlation for the malignant potential of a
phyllodes tumor is rapid growth.* Even though the mass in our case doubled in size over 6-
months, it histologically showed no significant mitotic activity or cytologic atypia on histology.

Imaging characteristics of phyllodes tumors and fibroadenomas are remarkably similar. The
ability to distinguish them apart is important for patient care and ultimate outcome, with
approximately 20-30% of phyllodes tumors being malignant.’> Phyllodes tumors

and fibroadenomas have a classic mammography presentation of circumscribed masses with
variable density compared to surrounding breast glandular tissue. In comparison to
fibroadenomas, phyllodes tumors are typically greater than 3cm, have a more irregular shape, are
less likely to have circumscribed margins, and more likely to have a density higher than
surrounding breast parenchyma.* The mammographic findings of our case demonstrated a large,
lobulated, hyperdense mass with multiple internal septations. On ultrasound, phyllodes tumors
commonly appear as heterogeneous, predominantly solid masses. Other suggestive findings
include a more complex pattern of internal echogenicity, increased vascularity, and posterior
acoustic enhancement due to the presence of intratumoral cysts.’ Our case demonstrated these
typical sonographic findings of phyllodes tumors. MR characteristics of phyllodes tumor include
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T1-hypointensity and variable low to high T2 signal. Solid components will enhance after
contrast administration. A Specific MR characteristic for phyllodes tumor is the presence of
internal cystic areas. Whereas, hypointense internal septations are more frequently seen in
fibroadenoma and help to distinguish between the two entities.?

Guidelines recommend wide excision of phyllodes tumors with greater than 1cm margins.®
Associated axillary nodal biopsy is only indicated in cases where a palpable node is present on
physical exam.? Due to the tendency of phyllodes tumors to mimic fibroadenoma, they

are sometimes excised with a narrow margin. In these cases, repeat excision with wider margins
should be considered due to an approximately 15-20% chance of recurrence in patients with less
than 1 cm margins.>’ Mastectomy is performed in cases where the tumor burden is too large or
in cases where excision will cause excessive cosmetic deformity.? The use of postoperative
radiation is not routinely indicated, except in cases of chest wall invasion or if a mastectomy
does not successfully create large enough margins.>¢ In cases of local recurrence without the
presence of metastatic disease, re-excision with wide margins without axillary staging is
performed. In cases of metastatic disease, management following the principles of soft tissue
sarcomas are recommended due to approximately 10% of phyllodes tumors acting as true
sarcomas with hematogenous spread.® Even though recurrence is somewhat common, long-term
prognosis is good with a 5-year survival rate for patients with a history of malignant phyllodes
tumor nearing 80%.*’

Our case is unique in that the diagnosis was initially delayed due to the patient not returning to
the office when expected, and only returning once she became symptomatic. After further
evaluation, which included repeat ultrasound, diagnostic mammogram, core needle biopsy, and
wide surgical excision with sentinel node biopsy; the diagnosis of phyllodes tumor was made.
Despite the delay in diagnosis, the patient underwent appropriate surgical management with no
significant postoperative complications or evidence of metastatic disease.
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