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Invasive Extramammary Paget Disease

— A Report of 2 Cases with Immunohistochemical and Ultrastructural Findings

Kyu Rae Kim, M.D., Chong Woo You, M.D.*, Jeong Ho Han, M.D.
and Young Hyeh Ko, M.I»,

Department of Diagnostic Pathology, Samsung Medical Center, and
Department of Pathology, Seoul MNational Umiversity College of Medicine®

We present 2 cases of invasive extramammary Paget disease occuring in the vulva area ol
a 60 year old female, and in the scrotal and penile arca of a 63 year old male patient. The
histologically typical Paget cells were not only seen in the surface epithelium bur were also
involved in the outer root sheath of the hair follicles. Stromal infiltration of tumor cells into
the upper dermis were present in both cases, however, no underlying primary sweat gland
carcinoma was present. Metastatic foci of inguinal lymph nodes showed apocrine-type epithelium
with abundant eosinophilic granular cytoplasm, which were positive for anti-CEA  and
GCDFP-15, as well as eccrine-type epithelium containing mucinous secretory materials in the
lumen and the cytoplasm. Ultrastructural findings showed interdigitating plasma membranes with
prominent desmosomes between the Paget cells, intracytoplasmic tonofibrils, intracellular tubules,
lipid vacuoles, and enlarged mitochondria. Histological, immunchistochemical, and ultrastructural
findings suggested that Paget cells showed both eccrine and apocrine differentiation. (Korean
J Pathol 1996; 30: 858~ B864)
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Flg. 1. Case 1. Radical vulvectomy specimen shows a

relatively  well-demarcated, white, thickened lesion
involving left labium major, labium minor, and clitoris,
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Fig. 2. Case 1. Paget cells are infiltrating into the upper
dermis singly or in clusters with desmoplastic response.

Fig. 3. Case 1. Gland formation is distinct within the
. . »
epidermis. :
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Fig. 4. Casc 1. Inguinal lymph node showing metastasis
of tumaor cells. There are solid sheets of wmors cells with
abundant eosinophilic  granular cytoplasm  resembling
apocrine differentiation and an adjacent gland-forming
area with scanty amount of cytoplasm resembling eccrine
differentiation.

Fig. 5. Case 1. Strong immunopositivity for GCDFP-15
in the metastatic tumor cells in the inguinal lvmph node
suggests apoctine differentiation of the Paget cells,
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Table 1. RBesults of mmmunohistochemical stain

el e 2
CEA i t+
Cytokeratin, low mw + +
Cytokeratin, high mw -

GCDFP 4 i
EMA + f
5-100 -
HMB-45

CEA; carcinoembryonic antigen. mw: molecular weighi

EMA;

GCDFP; gross cystic disease fluid protein.
epithelial membrane antigen

Fig. 6A. Case 2. Ulirastructural findings of Paget
cells{PC) show distinctive pale appearance with smooth
nuclear contours and prominent nucleoli differing from the
surrounding sgamous cells (3C).
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Fig. 6B. A Paget cell show interdigitating cell mem-
branes(ID}C) with desmosomes(D), intracytoplasmic lumen
wih microvilli (L), secretory wvacuoles(S) and tono-

filaments(T).

Fig. 7. Case 2. Another characieristic feaiures of Paget
cells show fine and abundant microfilaments(F) and
enlarged mitochondria with partially obscured cristac.
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