Case Report
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Malignant phyllodes tumor of the breast is extremely rare but what is rarer is its occurrence in adolescent girls younger than 18 years. It has
a propensity for rapid growth and metastases. We present an uncommon presentation of recurrent and metastatic malignant phyllodes tumor

in a 17-year-old female.
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INTRODUCTION

Phyllodes tumors, also known as cystosarcoma phyllodes, of
the breasts are rare fibroepithelial lesions that represent <1%
of all mammary neoplasms.! The World Health Organization
classifies phyllodes tumors as either benign, borderline and/
or malignant according to certain histologic features which
include nuclear atypia, mitotic activity, stromal cellularity,
stromal overgrowth, and tumor margins.>?! Malignant forms
of phyllodes tumor represent an extremely rare entity and it
constitutes only about 10%-30% of all phyllodes tumors.™
What is rarer is the occurrence of malignant form of phyllodes
tumors in adolescent girls below the age of 18 as the median
age at presentation is 45 years.['l Phyllodes tumors should be
regarded as a spectrum of fibroepithelial neoplasms rather than
a single disease entity because they display a broad range of
clinical and pathological behaviors. At one extreme, malignant
phyllodes tumors, if inadequately treated, have a propensity for
rapid growth and metastatic spread.” With the nonoperative
management of fibroadenomas widely adopted, the importance
of phyllodes tumors today lies in the need to differentiate them
from other benign breast lesions.!"

Case Report

A 17-year-old female patient presented to the general
outpatient department with a 3-month history of the left
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breast swelling and 1-month history of left breast pain. The
swelling was initially small, but it progressively increased in
size within 3 months making the left breast twice the size of
the right. There were no other visible or palpable swellings
in the right breast or other parts of her body and no nipple
discharge, bleeding, or wound in both breasts. There was no
history of intervention before presentation. There was neither
significant constitutional symptoms nor past medical history.
She attained menarche at 12 years of age with a regular flow
of 4-7 days within a 30-day cycle. She had a positive family
history of breast disease in a paternal aunt but none for ovarian
disease. She resides with her parents; her mother is a teacher
and her father a retired civil servant.

Clinical examination of the left breast showed a centrally
located mass that measured 16 cm x 14 cm x 10 cm, was freely
mobile, nontender, and with visible distended vessels. There
were no palpable masses in the right breast or anywhere else.
A clinical impression of giant fibroadenoma was made, and
a fine-needle aspiration cytology was done at the pathology
department. A diagnosis of atypical most likely benign (C3)’
was made. An excisional biopsy was sent to the pathology
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laboratory for analysis.

Grossly, it was a grayish-white mass measuring
20 cm x 10 cm x 5 cm weighing 35 g [Figure 1]. Cut surface
showed grayish white mucoid to cystic areas. Microscopic
examination revealed infiltrating sheets of spindle- and
round-to-oval-shaped cells having hyperchromatic nuclei,
prominent nucleoli, and abundant cytoplasm. Focal necrosis,
rhabdoid differentiation, and 1-3 mitoses/1 high-power field
were seen [Figure 2]. A diagnosis of malignant phyllodes
tumor was made with the involvement of all resection margins.

Four weeks later, the patient felt a lump growing back at the
excision site. Clinical examination revealed a mass measuring
17 cm x 16 cm with associated peau d’orange. A clinical
impression of recurrent malignant phyllodes was made.
A simple mastectomy was done and sent to the pathology
laboratory for the analysis.

Grossly, we received a mastectomy specimen that measured
22 cm x 16 cm % 18 cm and weighed 1.2 kg. It had a scar
that measured 13 c¢m in length and was 3 cm away from the
nipple [Figure 3]. Cut section showed a nodular grayish-white

Figure 3: Cut surface of left mastectomy shows a nodular grayish-white
tumor with a diameter of 7 cm surrounded by yellowish fatty tissue
streaked by grayish-white tissue

tumor with a diameter of 7 cm. It was surrounded by yellowish
fatty tissue streaked by grayish-white tissue.

Microscopic examination revealed a keratinizing pigmented
squamous epithelium overlying a tumor composed of
sheets of atypical epithelial and mesenchymal stromal cells.
The cells showed marked pleomorphism with spindle and
round-to-oval nuclei, prominent nucleoli, and moderate
cytoplasm. Zonal necrosis, rhabdoid differentiation, and
1-6 mitosis/1 high-power field were noted. The capsule was
breached by tumor cells. The tumor margins were devoid of
tumor [Figure 4]. A diagnosis of recurrent malignant phyllodes
tumor was made.

The patient presented 7 months later with massive right-sided
pleural effusion which was completely drained. It reaccumulated
2 weeks after drainage. A chest computed tomography scan
was done which revealed massive right-sided pleural effusion.

Figure 2: Histological section shows sheets of atypical epithelial and
mesenchymal stromal cells displaying a leaf-like pattern, x4

Figure 4: Histological section shows sheets of atypical epithelial and
mesenchymal stromal cells showing marked pleomorphism with
spindle and round-to-oval nuclei, prominent nucleoli, and moderate
cytoplasm, x100
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Right-sided posterolateral thoracotomy was done and a
gray-white fleshy mass excised and sent to the pathology
laboratory.

Grossly, it was a grayish-white to tan tissue measuring
7 cm x 3 cm x 2 cm a weighing 40 g. Transection showed
grayish-white to tan fleshy surfaces [Figure 5].

Microscopic examination revealed infiltrating sheets of
pleomorphic round-to-oval shaped to spindle-shaped cells
having hyperchromatic vesicular nuclei and moderate
cytoplasm. Heterologous stromal differentiation,
necroinflammation, and 1-4 mitosis/l high power
field [Figure 6]. A diagnosis of metastatic malignant
phyllodes tumor was made with the involvement of all
resection margins. Immunohistochemical analysis — CD34
and CDI11 — were carried out and are all negative
[Figures 7 and §].

Patient developed generalized edema, severe pallor,
chest pain, difficulty in breathing and reaccumulation of
right-sided pleural fluid 4 days after surgery. Chest tube was
inserted which drained serosanguinous effluent. Packed cell
volume was done with a value of 27%. She was transfused

100% of malignant cells (CD 34) x10

with 2 pints of blood but later developed desaturation after
oxygen exhaustion. Patient eventually died 2 weeks after
surgery.

Discussion

Phyllodes tumors of the breast are generally rare, and
malignant cystosarcoma phyllodes is the rarest in the
spectrum. It constitutes 0.3%—0.9% of all breast tumors.! In
the mid-80s, only about 10 cases in individuals under the age
of 20 years were described./! These tumors are very aggressive
and usually have greater tendencies for recurrence.l®” They
are believed to arise from fibroadenomas, which are the most
common breast tumors in children and adolescents.!® In a
series of 821 women diagnosed with malignant phyllodes
tumor, the median age at diagnosis was 50 years (range,
12-92 years).’) However, cases in a 6 and an 11-year-old girls
have been reported.l'®!] Malignant phyllodes tumors are the
most common primary pediatric breast malignancies closely
followed by infiltrating ductal carcinoma, with carcinomas
being overall generally better represented than sarcomas.!”
Several studies have reported that phyllodes tumors may

sheets of atypical round-to-oval- to spindle-shaped cells with
hyperchromatic vesicular nuclei and moderate cytoplasm, x100
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Figure 8: Photomicrograph showing malignant phyllodes tumor
demonstrating no cytoplasmic CD117 immunostaining x 10
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vary between 0.5 and 27 cm with a mean between 5 and
7.2 cm. It presents as a rounded nodule or multiple nodules,
usually mobile, painless with a rapid growth pattern.l*!'%!3
Our patient is a 17-year-old that presented with a rapidly
growing left breast lump of 3 months duration that measures
20 cm x 10 cm x 5 cm.

Imaging studies such as mammography, ultrasonography, and
magnetic resonance mammography (breast magnetic resonance
imaging) are often used in the diagnosis of breast neoplasms.
However, these techniques are not specific in the diagnosis
of malignant phyllodes tumor and other breast tumors.['4!*]

Histologically, these tumors have a biphasic growth pattern
comprising of epithelial and mesenchymal components.
Stromal cellularity and mitotic figures help classify these
tumors from benign to borderline to malignant. Cystic changes,
necrosis, and hemorrhage may be seen in large tumors.[%12.15]

Risk factors for local recurrence include tumor diameter,
stromal overgrowth/mitosis, and resection margins. Asoglu
et al. found no significant difference in terms of local recurrence
when wide local excision or mastectomy was performed for
benign and malignant forms but larger tumors and those with
stromal overgrowth tend to recur.'® Previous studies have
reported a 5-year overall survival rate of 72%—86%.[-1216:17

Surgical removal remains the treatment of choice for phyllodes
tumors. In cases of malignant phyllodes tumor or local
recurrence, mastectomy becomes very necessary.%12151 The
role of radiotherapy in the treatment of malignant phyllodes
tumors is vague because of few reported cases. The function
of adjuvant chemotherapy in phyllodes tumors is not fully
established.”!%!¥] The index patient had surgical excision of the
tumor including all the involved margins, but it later recurred
which necessitated for mastectomy. She had no demonstrable
nodal involvement.

Extension into the chest from local recurrence or from
metastasis to the lungs and bones is the most common cause
of death among patients.l’'®!”] Our patient had pleural effusion
from the deposition of tumor cells into the chest. She died of
metastatic disease 8 months later.

CoNcLUSION

Malignant phyllodes tumor is rare and seldom constitutes a
diagnostic dilemma, especially among adolescents. Therefore,
it should be considered in the differential diagnosis of breast
lumps in females regardless of age or ethnicity, specifically
for those tumors associated with rapid growth.
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