Case Report

Unusually large breast tumour
In @ middle-aged woman
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lesions.!? It usually occurs in middle-aged women. The median size of phyllodes tumour is 4 cm; however, 20%

of these tumours grow larger than 10 cm and are known as giant phyllodes tumours. We report here a rare case of
a middle-aged woman who presented to her family physician with an unusually large breast tumour which measured
24x22x20 cm in size, weighed 5.5 kg, showed multiple ulcerations, and resulted in gross cosmetic disfigurement. The
tumour was subsequently diagnosed as a borderline-grade giant phyllodes tumour. To our knowledge, such a large phyl-
lodes tumour (weighing more than 5 kg) has rarely been reported in the medical literature.

Phyllodes tumour is an unusual fibroepithelial tumour of the breast constituting only 0.3% to 0.5% of all breast

Case
A 42-year-old woman noticed a lump in her right breast while bathing 3 years ago. She visited her family physician,
who examined her and found a lump in the inferolateral quadrant of her breast that was approximately 3x2 c¢m in size.
It was firm, mobile, and nontender. He recommended an excision biopsy but the patient refused as she feared it would
be diagnosed as a malignancy. Moreover, both she and her husband disliked the thought of losing a breast. Instead,
they resorted to traditional forms of medication in the hope that the mass would resolve.

However, the mass continued to steadily increase in size and 19 months later she revisited her physician, as the
mass was now too big to bear and had begun to ulcerate at
2 places (Figure 1). Her physician immediately referred her

to the surgical outpatient department at the local hospital.
On examination, the surgeon noticed that the right breast
was grossly enlarged and lobulated and the skin over the
breast appeared stretched, shiny, and hyperpigmented, with
dilated superficial veins. The right nipple appeared stretched
and flattened out. However, it was neither ulcerated nor
retracted and there was no discharge from the nipple. No
peau d’orange was noted. The mass in the right breast was
measured and found to be 24 x22x20 cm in size. It was
firm, nontender, mobile, and not attached to the underlying
structures. The mass also appeared to be well demarcated,
with a lobulated surface. Two ulcerations were noted over
the lateral aspect of the mass measuring 2x1 cm and 3.5x2.5
cm (Figure 2, black arrows). The left breast was normal on
examination. Cervical and axillary lymph nodes were not
palpable. Results of chest x-ray scans and high-resolution
computed tomography of the thorax were normal. The lung
fields were clear and there was no evidence of enlarged
hilar or mediastinal glands. Ultrasonography of the abdomen
revealed no abnormality. The liver, spleen, pancreas, and
kidneys appeared normal. There was no evidence of enlarged
abdominal lymph nodes. A core tissue biopsy was performed.
On microscopy, a well-circumscribed tumour was seen, show-
ing slitlike ducts and pushing borders (Figure 3A), with focal
fibroadipose tissue invasion. The tumour consisted of stromal
proliferation with elongated leaflike papillae protruding into
dilated spaces. These structures were lined by ductal epi-
thelium and myoepithelial cells. The spaces were filled with
eosinophilic fluid and blood. Hyalinization and myxoid chang-
es were seen throughout the tumour (Figure 3B). Scattered

EDITOR'S KEY POINTS

® Phyllodes tumour is defined as an unusual mixed
epithelial and stromal-mesenchymal proliferation
of breast tissue characterized by increased stromal
cellularity and broad leaflike papillae inserted into
cleftlike spaces. Tumours larger than 10 cm are
known as giant phyllodes tumours.

® The diagnosis of phyllodes tumour is confirmed
by excision and histologic examination. Core needle
biopsy is the mainstay in the preoperative diagnosis
of phyllodes tumour.

POINTS DE REPERE DU REDACTEUR

® La tumeur phyllode est définie comme une
prolifération épithéliale et stromale-mésenchymale
mixte inhabituelle de tissus du sein, qui se caractérise
par une cellularité stromale accrue et de larges
papilles foliées insérées dans des espaces semblables
a des fissures. Les tumeurs de plus de 10 cm sont
considérées comme des tumeurs phyllodes géantes.

e |e diagnostic d'une tumeur phyllode est confirmé
par I'excision et un examen histologique. La biopsie
au trocart est a la base d'un diagnostic préopératoire
d'une tumeur phyllode.

This article has been peer reviewed. Cet article a fait I'objet d'une
révision par des pairs. Can Fam Physician 2014,60:142-6
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rounded acini were seen lined by hyperplastic epi-
thelial cells without atypia. The stromal cells showed
moderate cellularity and spindle-shaped nuclei with
some areas of cells exhibiting ovoid, slightly plump
nuclei. Occasional mitosis was seen (Figure 4A).
Areas of chondromyxoid (cartilaginous) and osse-
ous metaplasia were also seen (Figure 4B). There
was no evidence of Paget disease of the nipple. The
ulcerated skin was covered by exudate and necrot-
ic debris, with underlying granulation tissue. The
tumour showed infiltration at the inferior and lateral
margins. Consequently, a diagnosis of borderline-
grade giant phyllodes tumour was made, and the
patient was advised to undergo simple mastectomy.
Surgery was performed and the tumour mass was
found to weigh 5.5 kg (Figure 5).

Figure 1. A large, well-demarcated tumour with a
lobulated surface is seen in the right breast

Figure 2. A giant tumour in the right breast:

The tumour measures 24 x 22 x 20 cm in size.

It is well demarcated, firm, nontender, mobile,
and has a lobulated surface. Two ulcerations
(indicated by black arrows) are noted over the
lateral aspect of the swelling, measuring 2 x 1 cm
and 3.5 x 2.5 cm, respectively.

Postoperatively, the resected tumour mass was
subjected to multiple sections (1 section per centime-
tre of tissue). Most sections showed histopathologic
evidence of borderline-grade giant phyllodes tumour,
with no section showing areas of focal malignancy.

Discussion

Phyllodes tumour was originally described by Johannes
Mtller in 1838.% It is an unusual fibroepithelial tumour
of the breast constituting only 0.3% to 0.5% of all breast
lesions.!? 1t is defined as mixed epithelial and stromal-
mesenchymal proliferation of breast tissue character-
ized by increased stromal cellularity and broad leaflike
papillae inserted into cleftlike spaces. It usually occurs in
middle-aged women but occasionally occurs at a younger
age and in men. The mean age of patients presenting
with phyllodes tumour of the breast is about 41 years.*?
This is approximately 10 to 15 years older than the mean
age of patients presenting with fibroadenomas of the
breast,’ but both conditions occur over a wide age range
(15 to 67 years for phyllodes tumours).> The tumour is

Figure 3. Tumour microscopy: A) Phyllodes tumour
showing slitlike ducts (black arrow) and pushing
borders. B) Tumour microscopy showing
hyalinization (black arrow) and myxoid changes
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Figure 4. Cell microscopy: A) Stromal cells showing
moderate cellularity and spindle-shaped nuclei

(black arrow) with some areas of cells exhibiting
ovoid, slightly plump nuclei (white arrow). Occasional
mitosis seen. B) Phyllodes tumour showing areas of
chondromyxoid and osseous metaplasia (black arrow)

more common in the upper and outer quadrant of the
breast but has no predilection for side. Bilateral tumours
are also rare (1%). The patient usually presents with a
breast lump that is firm, mobile, and nontender. The
lump is usually well defined, with distinct borders, and
is difficult to distinguish from a fibroadenoma. Malignant
phyllodes tumour is usually suspected in older patients,
those with a strong family history of breast cancer, those
with clinical signs such as skin dimpling or vein reticula,
and irregular or indistinct margins on tumour palpa-
tion. Complications such as bleeding and ulceration over
the lesion, lymphedema, brachial plexus injuries, hema-
toma formation, cosmetic disfiguration due to the abnor-
mally large size of the tumour mass, and metastasis
to the lungs, bone, liver, and distant lymph nodes are
also hallmarks of a malignant phyllodes tumour. The
differential diagnosis is predominantly fibroadenoma;
however, other conditions such as metastatic carcinoma,
angiosarcoma, pleomorphic adenoma, pure sarcoma,
and myofibroblastoma also need to be considered. The

Figure 5. Postmastectomy: Tumour is a large,
fleshy mass weighing 5.5 kg

median size of phyllodes tumour is 4 cm.2 However, 20%
of these tumours grow larger than 10 cm and are known
as giant phyllodes tumours. These tumours can get even
larger, growing up to 40 cm.!® Phyllodes tumours are
divided into benign, borderline, and malignant histotypes
based on the microscopic appearance of the stromal
component. Approximately 15% to 30% of all phyllodes
tumours are classified as malignant.*!"!? Various diag-
nostic procedures are available for the diagnosis of
phyllodes tumour. However, the optimal diagnostic test
is still debated. While mammography typically shows
lobulated, benign-appearing opacities, microcalcification
is rare.'>'* In one study, mammography reported benign
features in 6 of 8 patients with borderline or malignant
histologic features.> Ultrasonography as a diagnostic tool
has also been used. It shows smooth contours, low-
level internal echoes, absence of posterior shadowing,
and intramural cysts.'*!* One study reported the role
of thermography in distinguishing phyllodes tumour
from fibroadenomas by demonstrating increased heat
generation from the enhanced stromal cell activity
seen in phyllodes tumours.!® However, to date there is
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insufficient evidence to support the role of thermography in
the diagnosis of phyllodes tumour. Most studies are also
in agreement that clinical examination, mammography,
and ultrasonography are not reliable tools for the diag-
nosis of phyllodes tumour or the preoperative prediction
of the histologic type.'*!'%!7'® The diagnosis of phyllodes
tumour is confirmed by histologic examination after sur-
gical removal. Core needle biopsy is the mainstay in the
preoperative diagnosis of phyllodes tumour. In compari-
son, fine-needle aspiration cytology has certain short-
comings, as its accuracy depends on an adequate and
representative sample. Phyllodes tumours are by nature
heterogeneous tumours with focal areas of hypercellular
fragments. Consequently, sampling problems can occur,
and fine-needle aspiration cytology might be inaccurate
if sampling has been done from a relatively hypocellu-
lar, myxoid, or hyalinized area of stromal tissue. Hence,
the value of fine-needle aspiration cytology in diagnosis
of phyllodes tumour remains debatable, with an overall
accuracy of 63%."?

Phyllodes tumours have a similar basic structure
to intracanalicular fibroadenomas but have a greater
degree of stromal cellularity and contain leaflike or club-
like epithelial-lined papillary projections pushing into
cystic spaces.?’ This difference in the connective tis-
sue element is the essential feature distinguishing them
from fibroadenomas. Hawkins et al?’ examined the his-
tologic features that predicted malignant behaviour and
found that stromal overgrowth, high stromal cell mitotic
activity (=10 mitoses per 10 high-power fields), severe
nuclear pleomorphism, and infiltrating margins were
substantially associated with later metastasis. However,
histologic appearance does not always correlate with
clinical behaviour,*!?223 as both malignant and border-
line tumours have been shown to be capable of metas-
tasizing. Also, while benign phyllodes tumours might
recur, borderline phyllodes tumours show higher pro-
pensity to recur locally. In our patient, the tumour was
graded as borderline, as there was stromal overgrowth,
evidence of occasional mitotic activity, and infiltration
at the inferior and lateral margins. It was not graded
as malignant because there were neither sarcomatous
stroma nor a high mitotic index. Moreover, there was
no evidence of local metastasis to the axillary lymph
nodes or distant metastasis to the liver or lungs. Chest
x-ray scans, high-resolution computed tomography of
the thorax, and abdominal ultrasonography had normal
results. The lung fields were clear and there was no evi-
dence of enlarged hilar or mediastinal glands, and the
liver, spleen, pancreas, and kidneys appeared to be nor-
mal. Follow-up of the patient 17 months after surgery
showed no evidence of local recurrence or metastasis to
the axillary lymph nodes (Figure 6), liver, bone, or lungs.
Repeat chest x-ray scans and abdominal ultrasonogra-
phy done at this time also had normal results.

Management of giant phyllodes tumour presents
unique challenges to the treating surgeon.?* While core
tissue biopsy represents an attractive means for pre-
operative diagnosis and helps in the differentiation of

Figure 6. Postoperative follow-up at 17 months:
No evidence of local recurrence or metastasis

to the axillary lymph nodes. Good wound healing
was observed at the site of surgery (black arrows).

phyllodes tumours from fibroadenomas, simple mastec-
tomy is usually the treatment of choice for most of these
tumours. In most cases of phyllodes tumour, a wide local
excision is performed with a rim of normal tissue. There
are no fixed rules for margin size; however, a 2-cm mar-
gin for small tumours (<5 c¢m in size) and a 5-cm margin
for large tumours (=5 cm in size) have been suggested. If
the tumour-to-breast ratio is sufficiently high to preclude
a satisfactory result by segmental excision, total mastec-
tomy is recommended. More radical surgical resection is
usually not necessary, and axillary lymph node resection
is generally not required in the absence of suspicious
nodes. Adjuvant chemotherapy and radiotherapy have
not proven to be useful in the treatment of phyllodes
tumour and response to chemotherapy and radiotherapy
is known to be poor in case of metastasis. Hormonal
therapy has also been unsuccessful in the treatment of
phyllodes tumour. Axillary lymph node metastasis is usu-
ally rare, and dissection should be limited to patients
with evidence of metastasis to these sites.
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While metastases are seen in 25% to 31% of breast
tumours,?!'' they are seen in only 4% of all phyllodes
tumours.!? However, 25% of malignant phyllodes tumours
show evidence of metastasis during the course of the dis-
ease process. Skin involvement by the tumour does not
appear to be a predictor of metastasis.?> Metastases are
hemopoietic and usually appear within 5 years of the diag-
nosis. Family physicians who follow up with their patients
diagnosed with borderline-grade giant phyllodes tumours
need to remember that isolated lung metastases can
develop years later, which might be resectable if detected
early. Hence, detailed follow-up accompanied by chest x-ray
scans at regular intervals is useful in such patients.

Expected outcome essentially depends on the histo-
logic type (benign, borderline, malignant) of phyllodes
tumour. In one large study'® involving 170 women with
phyllodes tumour, the overall 5-year survival rate was
82.9% (141 patients). Patients with benign phyllodes
tumours had a 5-year survival rate of 95.7%, while the
5-year survival rates in patients with borderline and
malignant phyllodes tumours were 73.7% and 66.1%,
respectively. Another study that combined benign
and borderline tumours into a single category found
5-year survival rates of 91% for benign tumours and
82% for malignant tumours. However, 10-year survival
rates dropped to 79% and 42%, respectively.!! A recent
review and clinical follow-up of 33 cases concluded
that histopathologic classification is the strongest prog-
nostic factor for this disease.?® However, others have
failed to duplicate the correlation between histotype
and survival.?

Conclusion

Breast swellings are a common problem encountered
by family physicians in the course of their busy medi-
cal practices. The causes usually include fibroadenoma,
metastatic carcinoma, pure sarcoma, hamartoma, myo-
fibroblastoma, phyllodes tumour, and angiosarcoma.

A diagnosis of phyllodes tumour is typically con-
firmed on histologic examination after excision. Core
needle biopsy is the usual method of tissue collection for
making a preoperative diagnosis of phyllodes tumour.
Expected outcome depends on the histologic type
(benign, borderline, malignant). Our patient was diag-
nosed with a borderline-grade tumour, and follow-up
17 months after surgery revealed no evidence of local
recurrence or metastasis to the axillary lymph nodes.
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