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Abstract
Phyllodes tumor (PT) also known as cystosarcoma phyllodes are rare fibro epithelial lesions characterized by 

bilayer epithelium and leafy fronds, accounting for less than 1% of breast neoplasms. The World Health Organization 
(WHO) has sub classified it into benign, borderline and malignant. These tumors need to be differentiated with fibro 
adenomas due to potential for metastasis and recurrence and similar clinical presentation. These tumors have been 
challenging for surgeons and pathologists because it is difficult to predict their behavior on core needle biopsies, 
while advances in immunohistochemical techniques may increase diagnostic accuracy in these lesions. Benign 
phyllodes do not metastasize but can reoccur locally and more aggressively. While the minority of patients with 
metastatic disease can develop symptoms within few months to years after initial treatment. Metastatic disease 
typically occurs in lung, mediastinum and bones. Most common treatment for these tumors is wide local excision, 
with mastectomy indicated for patients with larger lesions.

Keywords: Phyllodes tumor; Cystosarcoma; Immunohistochemical;
Metastatic; Mastectomy

Introduction
Phyllodes tumors (PT) are uncommon fibro epithelial biphasic 

breast tumors which constitute less than 1% of all breast malignancies 
and are distinguished by varied extent of biologic behaviour [1]. Most of 
the tumor arises in women aged between 35 and 55 years [2]. Generally, 
phyllodes tumor presents as a relatively circumscribed painless mass. 
On an average, the size of the tumor measures 4 cm to 5 cm; however, 
large tumors >10 cm have been observed [3].

 PT of the breast most often showed MED12 mutations, irrespective 
of the tumor grade. There is a slight similarity between PT and 
fibroadenomas as far as genetic influence is concerned [4]. The total 
rate of MED12 mutations was evidently identical in phyllodes tumors 
(62.5%) and fibroadenomas (59%) [5]. With the help of targeted next-
generation sequencing, it was established that malignant phyllodes 
tumors cherished additional genetic aberrations in tumor suppressor 
genes which correlates with their aggressive biological behavior 
[6]. EZH2 and ALDH1 expression in the stroma of PT may signify 
malignant growth which in difficult circumstances aid in telling apart 
the benign from borderline and malignant tumors on histological 
grounds [7]. Phyllodes tumors are grouped into benign, borderline and 
malignant each having specific histological criteria i.e. the degree of 
stromal cellularity and atypia, mitotic count, stromal overgrowth, and 
the nature of their tumor borders [8]. Correct preoperative radiological 
and pathological diagnosis helps in improved surgical planning and 
refraining from unwanted reoperation. Imaging plays a vital part in 
diagnosis and management of phyllodes tumor [9]. Studies looking 
into the positive predictive value (PPV) of mammographic features, 
mentioned in the mammography BI-RADS lexicon, have noticed that 
PPV is helpful in discriminating between benign and malignant breast 
lesions [10]. ACR developed a BI-RADS lexicon for breast sonography 
in order to systemize the characterization of sonographic breast lesions. 
This lexicon includes captions of traits such as mass, shape, orientation, 
margin and posterior acoustic transmission. The patients’ data, medical 
history, breast ultrasound findings and histological diagnosis were kept 
in an electronic database for each case and contrasted with the allotted 
ultrasound BI-RADS category [11].

 Lesions originally diagnosed by core needle biopsy as atypia, 
malignant or having disagreeable imaging and histology underwent 

surgical excision. The main treatment of phyllodes tumors remains 
surgical excision. Wide local excision, with a margin of at least 1 cm 
is the most effective surgery for both benign and malignant lesion. 
Radiotherapy (RT) is not needed for benign phyllodes tumors that are 
extensively excised. However, adjuvant RT appears to be effective in 
decreasing recurrences after breast conserving resection for borderline 
or malignant phyllodes tumors and especially when it is not feasible 
to achieve a wide margin of ≥ 1 cm of resection [12]. The majority of 
patients with benign and borderline phyllodes tumors are restored 
to health surgically. The 5-year survival rate for malignant phyllodes 
tumors is estimated to be 60% to 80% [13]. Metastases very often 
involve the lungs and liver. After the tumor has metastasized, average 
net survival is 30 months [14]. 

Case Report
A 40-year-old female reported to our hospital’s outpatient 

department for evaluation of right breast lump which has been palpable 
for last two years. The female is premenopausal gravida 4 para 4 with a 
negative family history for breast cancer. The mass had been following 
a slowly enlarging course however, since last 8 months the mass has 
acquired a rapid course of enlargement and the patient has been 
reporting of intermittent pain which led the patient to consultation. 
The breast mass was significantly large, it did not erode the overlying 
skin and no discoloration. Patient also reported of menorrhagia since 
last three years and the menstrual cycle was irregular. On physical 
examination, the mass was 10 cm × 7 cm palpable in the retro areolar 
area covering right upper and lower quadrants along with the nipple 
area. It was firm, mobile, non-tender mass with well demarcated 
borders, no skin thickening or nipple retraction. Blood report revealed 
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microcytic hypochromic anaemia (Hb=9.4 gm/dl, HCT=30.7, 
MCH=20.0, MCHC=30.6). Other labs like UCE’s PT, INR, LFT’s were 
normal. X-rays revealed no radiopaque lesion in the chest.

The mammogram of right breast showed a large soft tissue density 
mass with lobulated outlines in retro areolar region extending into 
all quadrants with multiple foci of dystrophic calcification. No skin 
thickening or nipple retraction reported. Mammogram revealed 
BIRADS-V cystosarcoma phyllodes tumor (highly suggestive of 
malignancy). Benign looking axillary lymph nodes were present. 
On complementary ultrasound, a complex hyperechoic mass with 
heterogeneous architecture, multiple intralesional cystic spaces and 
lobulated outline measuring 10.9 cm × 7.2 cm. Figures 1 and 2 shows 
the mammogram mediolateral and craniocaudal views respectively). 
Color Doppler showed intralesional vascularity with low resistance 
waveform in mass and RI of 0.5. Biopsy of the lesion showed multiple 
cores predominantly showing hyalinized stroma, spindle shaped cells 
with bland nuclei and pale cytoplasm. Foci of calcification noted. 
Occasional ducts are seen lined by epithelial and myoepithelial cells. No 
evidence of granuloma or malignancy. Investigations of the left breast 
did not show any such lesion. The patient subsequently underwent a 
simple mastectomy, wide resection with clear margins of >1 cm. No 
complications reported

Background
Phyllodes tumor (PT) also known as cystosarcoma phyllodes are 

rare fibro epithelial lesions characterized by bilayer epithelium and 
leafy fronds, accounting for less than 1% of breast neoplasms. The 
World Health Organization (WHO) has sub classified it into benign, 
borderline and malignant. These tumors need to be differentiated with 
fibro adenomas due to potential for metastasis and recurrence and 
similar clinical presentation. These tumors have been challenging for 
surgeons and pathologists because it is difficult to predict their behavior 
on core needle biopsies, while advances in immunohistochemical 

techniques may increase diagnostic accuracy in these lesions. Benign 
phyllodes do not metastasize but can reoccur locally and more 
aggressively. While the minority of patients with metastatic disease can 
develop symptoms within few months to years after initial treatment. 
Metastatic disease typically occurs in lung, mediastinum and bones. 
Most common treatment for these tumors is wide local excision, with 
mastectomy indicated for patients with larger lesions.

Discussion
Phyllodes, a rare tumor of breast is said to be responsible for less 

than 1% of all female breast tumors. Even in a country like Pakistan 
where breast cancer incidence is rising, there are few case series 
reported suggesting the infrequent occurrence of these tumors. The 
principal diagnostic modalities for breast pathologies are through 
clinical examination, USG, mammography, FNAC and histopathology. 
The initial provisional diagnosis must always be confirmed by 
histopathology. Breast imaging studies may fail to distinguish the 
phyllodes tumor from a fibroadenoma. Phyllodes tumors are usually 
differentiated histologically by core needle biopsy from fibroadenoma 
by its increased stromal cellularity and mitotic activity. 

The World Health Organization have categorized these tumors on 
histological basis as low, intermediate and high grade. The prognostic 
factors of significance are several histopathologic parameters e.g., 
stromal cellularity, stromal cellular atypia, mitotic activity, atypical 
mitoses, stromal overgrowth, tumor contour, tumor necrosis, 
and heterologous stromal elements [15,16]. The mainstay of PT 
management is conservative surgical resection with safe margin 1 cm 
to 2 cm recommended for benign, border line and malignant phyllodes 
[17]. Previous studies point out that axillary dissection is not advised 
because it hardly metastasize and account for 10% of cases [18]. Studies 
suggest that adjuvant radiotherapy proves to be beneficial in patients 
with adverse features (e.g., bulky tumors, close or positive surgical 
margins, hyper cellular stroma, high nuclear pleomorphism, high 
mitotic rate, presence of necrosis, and increased vascularity within 
the tumor and tumor recurrence) but their use is controversial [2]. 
The presence of tumor cells on the resection margin was a strong 
prognostic factor for local recurrence of PTs [19]. The time-period 
between treatment of the primary tumor and likely presentation of 
distant metastases changes considerably and spans from 1  month to 
over 10 years; however, most of the cases of DM of PT are noted within 
the first 3 years [20]. In the patients with DM from a PT, chemotherapy 
has been considered the first-line treatment for many years [21]. 
Neoplastic cells disposed to local recurrence because of their presence 
in the perivascular tissue [22]. Prevention of local recurrence is very 
important in the management course, and radiotherapy should be 
considered in averting the recurrence [23].

Conclusion
We presented a case of PT, highlighting an approach to distinguish 

between phyllodes and other common benign conditions. Clinical 
features along with imaging and histological investigations confirm the 
diagnosis, which will lead to pre-planned surgical and medical options 
and a better prognosis.
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