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ABSTRACT
We present a case of a 71-year-old woman suffering from mammary Paget’s disease and having a 10-years history of an
irregular, widespread erosion accompanied by itching and burning on the skin of her left chest, extending to the breast.
The erosion had steadily enlarged and had become increasingly tender. The nipple and areola of the left breast disappeared and could not be recognized. No abnormality of the right nipple, areola, and covering skin and no supernumerary
nipple were seen. Mammography and ultrasonography could not be performed because of severe pain and erosive wetness. Histopathology of a surgical biopsy specimen showed epidermal infiltration by large, round, clear atypical cells
scattered individually or in small clusters and distributed horizontally throughout the epidermis. The cytoplasm of these
large cells was pale and vacuolated and was equivalent to that in nipple cells in Paget’s disease, and a diagnosis of
mammary Paget’s disease was made. We performed total mastectomy of the left breast with wide excision of the Paget
lesion of the left chest and axillary lymph node sampling. Histological examination of the specimen showed typical
distribution of Paget’s cells; however no ductal carcinoma in situ was found in the mammary ducts and invasive growth
was not recognized beyond the basal membrane of the lesion. From this evidences, we established a diagnosis of large,
irregulaly shaped unusual mammary Paget’s disease, not of breast cancer origin, covering the left breast, areola, and
nipple.
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1. Introduction
Mammary Paget’s disease (MPD) is common and well
known condition breast cancer affecting the nipple and
areola.
On the other hand extramammary Paget,s disease
(EMPD) has been described to commonly occur in the
skin of the genital, perianal, perineal, and axillary regions
[1,2]. However unusual cases arising on the face [3],
cheek [4], upper abdomen [5,6], lower anterior chest
[7,8], lateral chest [8], and scalp [9] have been reported.
We describe a type of unusual MPD affecting the lateral
half of the left breast and adjacent chest skin. As the lesion was irregular in shape large size without underlying
carcinoma, and the left nipple and areola were covered
and had disappeared. It was difficult to distinguish EMPD
from MPD. To our knowledge, only a few reports similar
to ours have been reported previously. We describe this
case and discuss its unique clinical and, pathological
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features.

2. Case Report
A 71-year-old woman presented with a 20 × 10 cm sharp
widespread erosion on the lateral side of her left breast
and adjacent chest skin (Figure 1). She had noted an
erythematous erosion in her left side breast 10 years ago,
which steadily enlarged and became increasingly tender.
She complained of itching and burning. Physical examination revealed an erythema, erosion, and mixed pigmentation as well as hypopigmentation. The skin change
was sharply demarcated, however, it had irregular margins. The nipple and areola of the left breast were covered by the lesion and had disappeared. No abnormality
in the right nipple or its covering skin was observed. No
axillary lymphadenopathy was noted. Mammography
and ultrasonography could not be performed because of
severe pain and erosive wetness. Chest and abdominal
CT scans showed no abnormal findings. The clinical
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(a)

Figure 1. Sharply demarcated 20 × 10 cm erosion erythematous erosion in the left breast with pigmentation and hypopigmentation.

findings were suggestive of MPD but the location, size,
and irregular spread, which did not make a centrifugal
circle around the nipple, were somewhat abnormal compared with usual MPD appearance. Histopathology of a
surgical biopsy specimen of the skin lesion however,
showed typical Paget cells forming irregular nests and
scattering individually in the epidermis (Figure 2(a)).
We confirmed as a MPD of the left breast, and performed
a total mastectomy with wide skin resection and axillary
lymph node sampling without a skin graft. The histological findings were similar to these of the biopsy specimens. Paget cells were in the epidermis and chronic inflammatory reaction indications, mainly lymphocytes, and
aggregation of abundant telangiectasia were seen in the
upper dermis (Figure 2(b)). The mammary gland showed
very atrophic and mildly sclerotic stroma, there is no focus of invasive ductal carcinoma or ductal carcinoma in
situ (DCIS) lesions and minute calcifications were absent
(Figure 2(c)). Supernumerary nipple was absent. The dissected lymph nodes were free of tumors. Immunohistochemical findings revealed that Paget cells were positive
for PAS, CK7, Ki67, PgR and Her2, but negative for ER,
CK20, gross cystic disease fluid protein (GCDFP)-15, polyclonal carcinoembryonic antigen (CEA), and staining with
alcian blue. Two-years after operation, the patient showed
no evidence of recurrence.

(b)

3. Discussion
EMPD is a rare condition and has a predilection for areas
with high apocrine gland density, such as the vulva,
perianal area, scrotum, penis and axilla [1]. Usually most
cases in which a Paget lesion is found. EMPD is a secondary event caused by adenocarcinoma extension of
adjacent other organs [1]. Typical isolated skin EMPD
Copyright © 2012 SciRes.
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Figure 2. (a) Histopathologic features of extramammary Paget’s disease. Pagetoid tumor cells are distributed within the
epidermis with sparse meranin; (b) No dermis invasion was
observed; (c) There is no focus of intraductal carcinoma or
DCIS.
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presents moist and superficially eroded or erythematous
scaly patches; hypopigmented macules, ulceration, and
crusting may also be present [2]. The coexistence of pigmentary disorders (pigmentation and/or depigmentation)
with these features has also been observed by clinicians
[10]. The most common symptom is pruritus, and the
duration of symptoms prior to diagnosis varies from a
few months to more than 10 years [11]. EMPD usually
presents as a slowly expanding erythematous change,
with sharp demarcation and an erythematous scaly surface. Occurrence in another sites is rare. Saida et al. [7]
proposed that such a condition should be called ectopic
EMPD. They found that the lesion may originate in the
ectopic apocrine sweat glands or develop from the pluripotent epidermis matrix cells [12]. Precise mechanism of
EMPD incidence remains unknown because its frequency is lower than that of MPD. Moreover in the literature
to date, there are 5 reported cases of EMPD extending to
the breast and nipple of the anterior chest [7,13-16].
EMPD affecting the ipsilateral breast and nipple is a very
rare condition, whereas MPD of the normal breast originates from DCIS of mammary ducts and spreads on the
nipple surface and extends slowly to the areola and surrounding skin, usually in a centrifugal circle [17]. MPD
is associated with an underlying DCIS of the breast [18].
In the present case, a no supernumerary nipple was found
and the adjacent skin was involved [19]. Since the rate of
spread the lesion located at nipple to the surrounding
areola changes is slow, usually several mm in diameter
par year, patients often wait a year or more and in rare
case over 10 years, before seeking advice from a doctor
[1]. In the literature to date, there has been no case of
MPD where the nipple has disappeared [18,19]. In our
case, clinicopathologically there is no nipple and areola
and, there is no invasive carcinoma or DCIS in the mammary gland. Horii et al. reported spontaneous healing
which the intraductal component of breast cancer disappears and is replaced by fibrous tissue. The proportion of
cases in which healing was recognized Paget’s disease
was 50% [20]. We could not think of taking independent
healing phenomenon.
Thirteen patients with MPD have undergone surgical
treatment in our hospital during a 6 year period from
2003 to 2008; representing 0.9% of 1505 cases of breast
cancers. All cases were in women, and MPD in bilateral
breasts was absent. In all 13 cases, the nipple and areola
had almost disappeared and were recognizable in images.
However according to standard textbooks of dermatology
[21], EMPD are usually long large standing and, the affecting nipple may be falling off. On the other hand extensive MPD has rarely been described in case reports
[22]. In 2007 Kanwar et al. [23] reported a woman presenting a 14-year history of an eczematous lesion. The
lesion started from the left nipple and extended over the
Copyright © 2012 SciRes.

67

breast left axilla to the and across the nipple of the right
breast. However, in MPD, the nipple does not usually fall
off. However, it is also known that in some cases of
MPD it is not possible to find breast cancer in the ipsilateral mammary gland.
Immunohistochemical techniques can also be used to
identify Paget’s cells. Generally, these cells are stained
by CEA [24], low-molecular-weight cytokeratins [25],
and epithelial membrane antigen [26]. Paget cells are
also stained by GCDFP-15, which is believed to be apocrine cell specific; however, it may localize to eccrine
cells. Typically, in MPD, Paget cells are CK7-positive,
whereas in EMPD extending to the nipple, cells may be
CK20-positive [27]. Strong Her2/neu oncoprotein immunoreactivity has been detected in 79% to 100% of MPD
samples studied; however, it has been detected in only
0% to 40% of EMPD cases [19]. The proliferation of the
Ki-67 index in Paget cells in MPD cases is relatively
similar to that of underlying intraductal carcinoma [28].
In our patient, GCDFP-15, CEA, and alcian blue were
negative, thus it did not support differential diagnosis of
MPD and EMPD.
To the best of our knowledge, there has been no previous report similar to ours. From our experience, Paget,s
disease on the breast is usually a MPD; however, we
must also we must remember that a rare case of breast
EMPD is also possible. In rare cases, EMPD may affect
the nipple or the areola from the outer, anterior, or lateral
side of the chest. Therefore, in these cases, mastectomy
may not be made and prevent excessive treatment. Until
now, MPD has been treated by breast surgeons, while
EMPD has been treated by dermatologists. We wish to
emphasize that building a closer connection between
breast surgeons and dermatologists is a necessity.
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