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Abstract

Case Report |

Paget’s breast disease is a rare malignancy with an incidence of 0.7% to 4.3% among all primary breast cancer. It’s
characterized by an eczemous and ulcerative lesion of the nipple area. It’s associated up to 90% to an underlying invasive
carcinoma or carcinoma in situ. Upon every cutaneous lesion matching the description above in women in their fifth or
sixth decade, a punch biopsy should be performed. Imaging investigations rely on mammography, breast ultrasound and
most importantly on Magnetic resolution imaging (MRI). Treatment management offers a wide array of options ranging
from total mastectomy with sentinel node biopsy to non-surgical and non-invasive therapy. We present the uncommon
case of a 49 years old female presented to our facility with Paget breast disease treated by breast conserving surgery.
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INTRODUCTION

Paget’s Breast Disease is a scarce malignancy.
It’s majorly associated with underlying ductal carcinoma
in situ or invasive breast cancer. Clinically, it presents
itself commonly between 50 and 60 years old females as
an eczematoid, itchy erythema or ulceration located in
the nipple-areolar area that may be associated with nipple
discharge or even nipple retraction. We hereby present
the uncommon case of a Paget breast disease associated
with ductal invasive carcinoma in a 49 years old female
patient.

CASE PRESENTATION

A 49 years old woman was referred by her
primary physician to our out-patient gynecology
department of the national institute of oncology in order
to further investigate an eczematous lesion of the left
nipple area. The patient’s history revealed a
perimenopausal state, 3 vaginal deliveries, no previous
mammography, no pap test and no family or personal
history of cancer. Her primary complaint was pruritis of
the left nipple area that have been lingering for the last 6
months followed by the surfacing of an eczematous
miscolored lesion with a dark beading (Image 1).

Image 1: Eczematous squamous miscolored lesion of the nipple area circled by a dark beading
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Clinical examination showed no palpable breast
mass and no axillary lymph nodes. The patient
underwent a punch biopsy of the lesion that concluded
on Paget’s disease invading the epidermis.

Upon these findings, further imaging
investigations were led in order to single out the
underlying carcinoma. Mammography followed by an
ultrasound were the initial radiological investigations
that turned out to be negative. Hence, an MRI was order
showing an enhancing irregular mass in the outer -upper
quadrant of the left breast with focal enhancement along
the nipple areolar region. Ergo, the patient underwent an
MRI guided breast micro biopsy. The histopathology
findings declared an invasive ductal carcinoma of the
breast with estrogen receptor positive (ER+),
progesterone receptor positive (PR+), and human
epidermal growth factor receptor 2 positive (HER2+).

Based on the diagnosis of Paget’s disease of the
breast associated with an invasive ductal carcinoma the
patient was presented two options: a lumpectomy with a
sentinel node biopsy or a mastectomy also with a sentinel
node biopsy.

She opted for a lumpectomy which was
performed with no complication. Surgical pathology
revealed invasive ductal carcinoma with clear margins
and nipple involvement of Paget’s disease of the breast.
The findings of the sentinel lymph node biopsy were
negative for metastasis.

Post-operative care was eventful and the patient
is scheduled for her follow up in 2 months.

DiscussIioN

First described in 1874 by James Paget, Paget’s
disease of the breast (PDB) is a scarce breast malignancy
where its most clinical manifestation is a skin lesion
located in the nipple-areolar complex (NAC) [1].
Epidemiologically, PBD accounts for 0,7% - 4,3%
among all primary breast cancer [2].

Histopathologically, it’s distinguished by the
presence of Paget cells infiltration with abundant pale
cytoplasm and nuclei located centrally in the epidermal
layer of the NAC [3].

We can divide PDB in three categories: PDB
with invasive ductal carcinoma, PDB with underlying
ductal carcinoma in situ and PDB alone. Our report sheds
the light on a case of PDB with invasive ductal
carcinoma [4].

Pathogenesis of PDB Is a subject of immense
controversy. Some epidermotropic authors speculate that
the migrating ductal cancer cells along the basal
membrane of the nipple are the origin of Paget’s cells
whereas others postulate that they originate from

malignant transformation of keratinocytes giving rise to
PDB [5-7].

The initial NAC lesion evolves gradually over
months to years. Symptoms associated are usually
pruritus, redness, discharge, oozing and scaling [8, 9].
Physical examination typically finds a sharply delimited,
fine scaly, erythematous, crusty and thickened plaques
on the nipple accompanied by skin ulceration and nipple
retraction in advanced stages [10]. It’s important to
underline the possibility of PDB arising from the axillary
accessory breast tissue or the supernumerary nipples
[11].

Since PDB coexists with breast carcinoma -
invasive or insitu- in more than 90% of cases, imaging is
the stepping stone to rule out or single out malignancy.
Mammography is the first radiological investigation tool
with a 97% sensitivity in detecting an underlying
malignancy in PDB if there is a clinically palpable mass
and a specificity of 50% if no mass is palpable[12-13]. If
its findings are negative, an ultrasound may be
performed. No palpable mass alongside negative
mammaography and ultrasound are the true indication for
breast MRI. MRI findings include NAC thickening and
enhancement, detecting an underlying mass, enhancing
ductal carcinoma in situ or a combination of these
aspects [14]. Furthermore, in case of positive
mammography and ultrasound, MRI helps assess the
extent of the disease especially when breast-conserving
surgery is contemplated.

Despite imaging findings, every cutaneous
lesion of the NAC associated with a rash should be
subject to a punch biopsy so as to infirm or affirm a PDB
diagnosis [15]. Immuhistochemistry is a powerful tool in
detecting the molecular categories of PDB and
differentiating PDB from other skin lesions [16].

Upon diagnosis, neoplasic staging isn’t altered
by the presence of PDB. If PDB isn’t associated with
invasive or insitu carcinoma, it’s classified as Tis (Paget)
disease.

Treatment options include surgical
management, radiotherapy, photodynamic therapy or
even endocrine therapy. The surgical approach consists
of breast- conserving therapy in cases of unifocal disease
limited to the NAC and of total or skin-sparing
mastectomy with surgical axillary staging in cases of
multicentric or multifocal disease [14]. Thanks to
oncoplastic surgical techniques, to NAC reconstruction
and to dermatography, aesthetic outcomes have been
very pleasing [15].

CONCLUSION

Paget’s disease of the breast is a rare
malignancy associated majorly to an underlying invasive
or in situ cancer. Suspicion should rise subsequently to a
persistent skin lesion located in the nipple-areolar
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complex characterized by itchiness, eczematoid aspect,
soreness and redness. Though Paget’s disease is
predominantly a clinical diagnosis, negative
mammography cannot reliably exclude underlying
malignancy. Both clinical and imaging findings are
complementary to each in order to make a diagnosis.
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