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Fig. 1 Endoscopic fiberscopy showed an elevated
reddish mass at the papilla of Vater.
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Fig. 3 EUS showed a hypoechoic mass lesion in the
papilla of Vater (arrow).

Fig. 2 ERC showed a small filling defect of the
lower common bile duct (arrow).
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Fig. 4 Macroscopic findings of resected specimen.
There is a tumor at the papilla of Vater about lcm
in diameter (arrow).
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Fig. 5 Microscopic findings of the removed
specimen. (H.E. x400) (A) Endocrine cell carci-
noma component shows solid nest of polyhedral
cells with oval nuclei and fine granular cytoplasm.
(B) Adenocarcinoma component shows tubular

pattern of atypical colmunar.
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Fig. 6 Endocrine cell carcinoma component is posi-
tively stained to chromogranin A (A) and NSE
(B) by immunohistochemistry. (x200) White ar-
row : adenocarcinoma component, Black arrow : en-

docrine cell carcinoma component.
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Table 1 Reported cases of adenoendocrine cell carcinoma of the papilla of Vater

Author Year | Patient Biopsy Ope. Size Pathology Chemo. Prognosis

Misonou® 1990 47F Adenoca. PD 35x%3.0cm ECC + tubl Not done 9M alive
liver meta

Watanuki? 1990 68M N.D PD 22%x20x15cm | ECC + tubl + | After liver metastasis 10M dead

SCC
Mitani® 1994 59M Adenoca. PD 4.0x 1.5cm ECC + tubl N.D N.D
Murakawa? 2001 66M Adenoca. | PpPD 2.6 X 1.8cm ECC + tub2 Not done 10M alive
bone/LN meta

Okinawa® 2003 53M tub3 PpPD 3X2cm ECC + tub3 + N.D 3M dead
sig + muc liver meta

Koshiishi9 2004 7™ Ud or SCC PD 30%x25%20cm | ECC + tub2 Not done 14M dead
liver meta

Our case 73M tubl PD 1.0x1.0cm ECC + tubl TS-1 + CDDP 14M alive
disease free

PD : pancreaticoduodenectomy, PpPD : pylorus preserving pancreaticoduodenectomy, N.D : no description, ECC : endocrine cell

carcinoma, SCC : small cell carcinoma, tubl : well differentiated tubular adenocarcinoma, tub2 : moderately differentiated tubular

adenocarcinoma, tub3 : pooly differentiated tubular adenocarcinoma, ud : undifferentiated carcinoma, sig : signet-ring cell carci-

noma, muc : mucinous adenocarcinoma
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A Case of Adenoendocrine Cell Carcinoma of the Ampulla of Vater

Tomoya Abe, Tetsuyuki Uchiyama, Masaru Onuma, Taku Kitayama,
Takashi Kato, Yasuhiko Kamiyama, Hideo Ise and Mika Watanabe*
Department of Surgery, Ishinomaki Municipal Hospital
Department of Pathology, Tohoku University Hospital*

A 73-year-old man admitted for obstructive jaundice was found in histological examination of a biopsied speci-
men of the papilla of Vater to have adenocarcinoma. We conducted pancreaticoduodenectomy with regional
lymph node dissection. Histologically, the tumor consisted of solid nests of eosinophilic atypical cells with ade-
nocarcinoma. Immunohistochemically, staining was positive for NSE and chromogranin A. The definitive diag-
nosis was adenoendocrine cell carcinoma. Although the prognosis of endocrine cell carcinoma is ordinarily dis-
mal, the man has remained disease-free in the 14 months since surgery, presumably thanks to adjuvant che-
motherapy. To the best of our knowledge, this is the only seventh case ever reported of endocrine cell carci-
noma of the ampulla of Vater in Japan.
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