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▒ BRIEF CASE REPORT ▒

Paget’s disease has traditionally been divided into mammary 
and extramammary. Extramammary Paget’s disease (EMPD) 
most commonly affects the anogenital area, though it can rarely 
affect the axillae, in which apocrine glands are normally encoun-
tered.1 Herein, we report a rare case of apocrine carcinoma asso-
ciated with EMPD of the axilla with review of the relevant lit-
erature.

CASE REPORT

The publication of the case information and materials was 
approved by the Institutional Review Board of Keimyung Uni-
versity Dongsan Medical Center.

A 77-year-old man was referred with a 3-month history of an 
erythematous, hyperkeratotic, and inflamed eczematous patch 
with focal desquamation and itching sensation in the left axilla. 
Examination of the left axilla showed a discrete red patch with 
irregular margins and exudative surface, measuring 5 × 3 cm. 
No fungal hyphae were noted on the KOH test. Histological 
examination of a punch biopsy showed round, pale malignant 
cells scattered individually and in groups throughout the epi-
dermis, particularly in the basal layer. Also, a focal intradermal 
invasive lesion was noted. The patient was treated with wide 
excision with margins up to 2 cm. The cut surface of the resect-
ed specimen showed a round, pale, tan to white and solid sub-
cutaneous mass, measuring 0.8 cm in diameter. The mass was 

attached to the overlying skin. Histologically, the subcutaneous 
mass consisted of large, round to polygonal cells with abundant 
eosinophilic cytoplasm, indicative of apocrine carcinoma. Some 
sweat glands in the dermis were filled with malignant cells, 
similar to those in the subcutaneous mass. These cells also in-
volved the epidermis and showed a typical pagetoid spread. The 
infiltrative and intraepithelial tumor cells stained positive with 
periodic acid Schiff and showed strong positive immunohisto-
chemical staining for cytokeratin 7 (CK7) and HER2, confirm-
ing the diagnosis of invasive apocrine carcinoma with EMPD 
(Fig. 1). The tumor cells showed focal and weak positivity for 
anti-gross cystic disease fluid protein-15 (GCDFP-15) and were 
negative for GATA-3, estrogen receptor, and progesterone re-
ceptor. 

Based on these results, the patient was evaluated for evidence 
of breast cancer to rule out metastatic apocrine carcinoma from 
the breast. Chest radiograph and breast ultrasonogram showed 
no definite lesion. After 6 months of follow-up, the patient is 
healthy and free of symptoms. 

DISCUSSION

Paget’s disease is an intraepithelial neoplastic lesion involving 
Paget cells, which are regarded as apocrine origin because of 
their immunohistochemical characteristics; positive staining for 
carcinoembryonic antigen, GCDFP-15, and CK7.2 

In rare cases, Paget’s disease co-exists with underlying inva-
sive apocrine carcinoma. EMPD with underlying invasive apo-
crine carcinoma in the axilla is rarer. Morgan et al.3 reported a 
case of axillary EMPD with underlying apocrine carcinoma. 
They reported that 45.5% (5/11) of previously reported axillary 
EMPDs were associated with an underlying carcinoma.3 Chiu et 
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al.4 reported seven cases of EMPD in the unilateral axilla, with 
only one patient having underlying adnexal carcinoma (14.3%).

Wilkinson and Brown5 classified vulvar EMPD into intraepi-
thelial Paget’s disease, intraepithelial Paget’s disease with inva-
sion (IP), and intraepithelial Paget’s disease with underlying 
adenocarcinoma (IEPUA). Based on Wilkinson and Brown’s 
classification, the present case was thought to be IEPUA. In 
other studies of EMPD in the vulvar region, IEPUA represents 
between 2% and 37% of all cases.6-9 Kodama et al.8 reported a 
recurrence rate of 79.8% and a survival rate of 27.7% for pa-
tients with IEPUA. Parker et al.9 have similarly reported poor 
prognosis for patients with IP and IEPUA.7 However, in the re-
port of Chiu et al.,4 no patient experienced recurrence after sur-
gery (mean time of follow-up, 65.7 months) even in the cases of 
underlying malignancy (i.e., at least IP or IEPUA). All patients 
in their study underwent local wide excision with margins up 
to 2–3 cm. The authors offer that the low recurrence rate of pa-
tients in their study might be a result of the clear anatomy of 

the axillary region compared with that of the anogenital area, 
the early stages of their cases, and the limited follow-up.

When apocrine carcinoma is present in the axilla, metastasis 
from breast apocrine carcinoma or primary breast cancer in ec-
topic mammary tissue must be ruled out. Immunohistochemis-
try is not helpful in differentiating these options.10 In apocrine 
carcinoma of ectopic mammary tissue, remaining ectopic mam-
mary tissue is present in the sample. To exclude the possibility 
of metastatic mammary apocrine carcinoma, additional breast 
examination and radiologic work-up are needed. In the present 
case, there was no evidence of apocrine carcinoma arising in ec-
topic mammary tissue or of metastatic mammary apocrine car-
cinoma.

We report a rare case of EMPD with underlying invasive 
apocrine carcinoma in the axilla in order to increase awareness 
of EMPD in the axilla and to highlight its association at this 
site with adjacent underlying apocrine carcinoma. 
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Fig. 1. (A) Slide scan of the left axillary lesion shows a round mass in the subcutaneous tissue. (B) Large tumor cells with abundant cyto-
plasm show a pagetoid spread pattern in the epidermis. (C) Tumor cells with abundant eosinophilic cytoplasm infiltrating the dermis. (D) Tu-
mor cells showing diffuse strong positive staining for cytokeratin 7. 
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