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Mammary Paget’s Disease (MPD) is a rare and often misdiagnosed type of breast cancer that primarily affects the nipple and areola complex.2,7 It 

occurs in approximately 1- 4% of all breast cancer cases and typically presents with eczema-like changes, such as redness, itching, and scaling 

of the nipple and areola.2,7 Most patients with MPD have one or more tumors inside the same breast, either breast carcinoma in situ or invasive 

breast carcinoma.2,4,7 While IHC may not be the sole diagnostic tool for MPD, it may play a crucial role in confirming the disease and guiding 

treatment decisions.

The characteristic histopathological feature of MPD is the presence of malignant Paget cells within the epidermis of the nipple and areola.1,2 

These cells have pale, mucin-containing cytoplasm, irregularly sized nuclei, and prominent nucleoli.1,6 IHC markers such as Cytokeratin 7 (CK7), 

GATA3, and HER2 may be used to highlight Paget cells.1,5 These stains may help pathologists confirm the presence of MPD and differentiate it 

from benign conditions that can mimic its clinical presentation.1

Paget cells can be either of mammary or extramammary origin.3 Mammary Paget’s Disease arises from an underlying breast carcinoma, whereas 

extramammary Paget’s Disease can originate from various internal organs.3 IHC staining for markers such as androgen receptor (AR), estrogen 

receptor (ER), progesterone receptor (PR), human epidermal growth factor receptor 2 (HER2/neu), PDL-1, and GATA3 may help determine the 

mammary origin of Paget cells.1,3,5 Knowing the hormone receptor status may also be crucial for determining treatment options. 1,3,5 
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