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RESUMO
O carcinoma papilar é um tipo raro de cancro da mama, com incidência inferior a 2%, sendo apenas uma parte carcinoma papilar 
encapsulado. Normalmente, o carcinoma papilar encapsulado apresenta-se como um carcinoma da mama tipo luminal e bem diferen-
ciado. Os autores apresentam o caso de uma mulher de 50 anos com o diagnóstico de carcinoma papilar encapsulado triplo negativo 
e pouco diferenciado com uma área de carcinoma papilar invasivo e gânglios linfáticos axilares negativos. Considerando a sua rari-
dade, a descrição deste caso e da sua abordagem torna-se importante um melhor entendimento desta entidade e para compreender 
a melhor prática clínica a utilizar.
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ABSTRACT
Papillary carcinoma of the breast is a rare type of breast malignancy, making up less than 2% of breast cancers, and only some are en-
capsulated papillary carcinoma. Usually, EPC are low-grade luminal like tumors. The authors report a case of a 50-year-old female with 
the diagnosis of an unusual high-grade triple negative encapsulated papillary carcinoma with an area of invasive papillary carcinoma 
and negative axillary lymph nodes. Considering its rarity, the description of this case and its clinical management are important in order 
to better understand this entity and choose the best clinical approach.
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INTRODUCTION
 Malignant papillary breast lesions are a rare type of 
breast cancer and are presented as a heterogeneous group 
of lesions with different histological types, such as, ductal 
carcinoma in situ arising in an intraductal papilloma, papil-
lary ductal carcinoma in situ, encapsulated papillary carci-
noma (EPC), solid and invasive papillary carcinoma (IPC),1 
occurring mostly during the fifth and sixth decades of life.2 
EPC, originally considered as an in situ carcinoma, differ-
entiated by the presence of a fibrous capsule and absence 
of a myoepithelial cell layer, is now seen as an indolent and 
low-grade invasive carcinoma which rarely metastasizes to 
axillary lymph nodes1-3 without evidence of invasion.4 Hor-
mone receptors [estrogen and progesterone receptors (ER 
/ PR) are usually positive and HER2 negative.1 EPC may 
rarely be associated with invasive carcinoma when the car-
cinoma extends beyond the fibrous layer.3 The authors only 
encountered four articles reporting high-grade, triple nega-
tive EPC with invasive component.5-9

CASE REPORT
 A 50-year-old female, previously healthy and with no 
family history of breast cancer, was referred to a breast sur-
gery clinic for presenting a painless palpable mass on the 

outer-lower quadrant of the left breast with a month of evo-
lution. 
 Breast ultrasound and mammography showed a lobu-
lated nodular image of 3.3 x 2 cm, (BIRADS 4A). Core nee-
dle biopsy (CNB) was performed and demonstrated small 
fragments of fibroadipose tissue and scarce breast paren-
chyma. 
 A 6-month follow-up left breast ultrasound and mam-
mography showed a cystic mass with a solid component 
of 9.1 x 5.4 cm (BIRADS 4A) (Fig. 1). Fine needle aspira-
tion cytology was performed, which was negative for cancer 
cells. 
 Breast MRI was performed three months later, which 
showed a voluminous cystic lesion of 12.7 x 10.5 cm as-
sociated with a solid component and skin thickening on the 
left breast (BIRADS 4A) (Fig. 2). 
 Given the growth and volume of the breast lesion, which 
was discordant with previous histological and cytological 
findings, an excisional biopsy was performed to clarify the 
lesion’s nature (Fig. 3) (Fig. 4). The histopathological report 
of the excisional biopsy revealed EPC with 11 cm of diam-
eter associated with an invasive component of 5 cm, with 
tumor present in the surgical margins. Tumor cells were 
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negative for ER, PR and HER2, with a Ki-67 proliferative 
index of 100% and positive for CK 5/6 (Fig. 5). In discus-
sion with the attending pathologist, carcinoma with cystic 
degeneration or IPC simultaneously associated with an in-
vasive carcinoma were suggested as possible differential 
diagnoses but were promptly excluded by the absence of a 
myoepithelial circumscribed invasive carcinoma. Pathology 
staging was pT3 pNx pR1. 

 Two weeks after the excisional biopsy, the patient 
underwent left breast mastectomy with sentinel lymph node 
(SLN) biopsy. The histopathological report of the breast re-
vealed a 1.5 cm IPC, margins free of tumor and SLN free of 
metastasis. The final pathological cancer staging was pT3 
N0.
 The patient was referred to the Oncology clinic for follow-
up and adjuvant therapy. She was treated with six cycles 

 

Figure 1 – Mammography
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of FEC (fluorouracil 500 mg/m2, epirubicin 100 mg/m2 and 
cyclophosphamide 500 mg/m2) and developed chemothera-
py induced neutropenia during treatment. After nine months 
of follow-up the patient developed left cervical and su-
prasternal lymphadenopathies. The computed tomography 
(CT) scan demonstrated lithic lesions of the sternal notch 
and supra and inferior clavicular lymphadenopathies, which 
were highly suggestive of secondary lesions. The patient 
began radiation therapy with a dose of 60 Gy and first line 
metastatic chemotherapy with docetaxel 75 mg/m2 and car-
boplatin AUC 6. Due to hematological toxicity and disease 
progression only three cycles were carried out, and second 
line palliative chemotherapy with liposomal doxorubicin 50 
mg/m2 was initiated. As a result of disease progression and 
treatment failure, only one cycle of palliative chemotherapy 
was done and the patient was followed in a Palliative Care 
Unit, and died seven months after the appearance of the 
first metastases.
 After the diagnosis of the EPC as established, all deci-
sions regarding treatment and follow up where discussed in 
a multidisciplinary team meeting.

DISCUSSION
 Papillary breast carcinomas are a rare type of breast 

cancer with a heterogeneous group of lesions which in-
cludes, among others, EPC and IPC.1,2

 EPC occurs mostly in post-menopausal women, after 
the fifth decade of life.2 It usually presents as a well cir-
cumscribed nodular mass associated with a cyst and sur-
rounded by a fibrous capsule.2 Although it is morphologi-
cally well delineated with its fibrous capsule having a similar 
characteristic to in situ tumors, the absence of a myoepithe-
lial cell layer has led some authors to propose it may be a 
well circumscribed invasive carcinoma1-4,10 with an indolent 
behavior and a favorable prognosis.1-4 EPC are typically low 
or intermediate-grade tumors, although high-grade is rarely 
documented.1,5-9 Typically, EPC show ER and PR expres-
sion. EPC may seldom be associated with an invasive car-
cinoma component, sometimes with no papillary features.1 
IPC is only present when the invasive component extends 
beyond the fibrous capsule.4,10 EPC is known to rarely 
metastasize,1 albeit some authors have described axillary 
lymph node metastasis.1-3 In general, however, there is no 
universal agreement, so EPC may be staged and managed 
as an in situ tumor given its indolent nature and good prog-
nosis,1 unless there is an associated invasive component or 
a high grade tumor is diagnosed.
 High-grade triple negative tumors may be present in up 

 

Figure 2 – Breast MRI

 

Figure 3– Left breast before excisional biopsy, anterior view
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Figure 4 – Surgical specimen of the excisional biopsy

to 3% of EPC, and are associated with more aggressive 
features, larger size and higher likelihood of invasion, recur-
rence, and metastasis.5-7

 Radiological findings on breast ultrasound for papillary 
neoplasms are the presence of intraductal mass with or 
without ductal dilation, intracystic mass or solid pattern with 
an intraductal mass filling the duct. These characteristics, 
however, have a sensitivity and specificity for the diagno-
sis of malignancy of 85.7% and 64.9% respectively. Breast 
magnetic resonance imaging (MRI) presents more limited 
results, with most papillary lesions being characterized as 
benign.4

 A CNB may not properly be able to show if a papillary 
lesion is malignant or not. Therefore, in the presence of a 
papillary lesion on CNB, surgical excision should be recom-
mended, especially if there’s clinical or histological uncer-
tainty.4,11

 Regarding treatment strategy, there is no definitive 
guideline for the management of rare types of papillary car-
cinomas, such as ECP and IPC.4 Considering the indolent 
nature of EPC, surgical excision with tumor free margins 
might suffice, as in in situ lesions.3,5,7 When in the presence 
of a high-grade triple negative EPC and IPC with metastatic 
potential, adequate treatment, surgery and adjuvant thera-
pies, are not known. There is lack of literature regarding 
use of adjuvant therapy in the treatment of EPC with inva-

sive carcinoma.5-9 When dealing with invasive tumors, SLN 
biopsy should be performed.5,6

CONCLUSION
 In this case, we faced diagnostic difficulty due to the 
unusual presentation of the disease and misleading initial 
histological and cytological findings.
 EPC is a rare entity and little is known when it is associ-
ated with the characteristics illustrated in this case - a high-
grade triple negative tumor, prone to fast growth, invasion 
and metastization instead of its usual indolent in situ-like, 
low-grade tumor behavior. Its proper and most adequate 
treatment is not yet fully understood.
 The description of this case and its clinical approach 
is important in order to better understand the behavior of 
these very rare lesions, diagnostic and therapeutic obsta-
cles, and to contribute to improve clinical practice.

OBSERVATIONS
 This clinical case has been presented as a poster at the 
XVI Jornadas de Senologia, October 2016, Braga, Portu-
gal.
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