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Fig. 1 Endoscopic examination revealed that the pa-

pilla of Vater was ulcerated.
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Fig. 2 CT showed dilatation of the common bile duct and pancreatic duct,
but no tumor could be detected. The portal vein ran on the ventral side of
the common bile duct. The body and tail of the pancreas was defected. The
intrahepatic portal vein aneurysm was shown (arrow head).

Fig. 3 Magnetic resonance cholangiopancreatico-
graphy showed dilatation of the common bile duct
and pancreatic duct. The main pancreatic duct was
short for hypoplasia of the pancreatic body and tail.
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Fig. 4 Arteriography (a:Superior mesenteric artery, b:Hepatic artery, c:
Celiac artery) showed the defect of proper hepatic artery. Arteriography
showed tumor stain (arrow) and revealed that no feeding arteries of the
pancreatic body and tail, such as great pancreatic artery, were found. (d)
Portography demonstrated intrahepatic portal vein aneurysm (arrow
head).

Fig. 5 The schema of arteriography (Fig. 4) and the
cut line of pancreas.
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Fig. 6 Operative findings(a)and the schema(b).
Main pancreatic duct (MPD) and accessory pancre-
atic duct (APD) form a loop-line. The pancreatic
duct runs on the dorsal side of portal vein (PV).

Fig. 7 Macroscopic picture of the resected speci-
men showed a well-circumscribed and ulcerative
tumor measuring 3.0 X 1.8cm of the papilla of Vater.
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Fig. 8 HE stain (upper, X 2. lower, x20) Microsco-
pic picture showed moderartly differentiated ade-
nocarcinoma without invasion to pancreatic
parenchyma.
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A Case of Carcinoma of the Ampulla of Vater Complicated by von Recklinghausen’s Disease with
Hypoplasia of the Pancreatic Body and Tail

Kouji Tobita, Kazuma Yamazaki, Masaaki Kodama, Okamichi Morikawa,
Isao Toura, Akinao Matsunaga, Isao Kawamura and Takenori Ochiai*
Department of Surgery, Shimotsuga General Hospital
Department of Academic Surgery, Graduate School of Medicine, Chiba University*

We report a very rare case of carcinoma of the ampulla of Vater complicated by von Recklinghausen’s disease
with hypoplasia of the pancreatic body and tail and an anomaly of the portal vein running on the ventral side
of the common bile duct. Ours is the fourteenth case of carcinoma of the ampulla of Vater complicated by von
Recklinghausen’s disease reported in Japan. No report has, to our knowledge, been made on cases of von Reck-
linghausen’s disease complicated by hypoplasia of the pancreatic body and tail or an anomaly of anatomical
vessels. The 57-year-old woman underwent pylorus-preserving pancreatoduodenectomty with D3 lymph node
dissection for carcinoma of the papilla of Vater. The resected specimen showed a 3.0 X 80cm tumor. The
pathological diagnosis of the resected specimen was moderately differentiated adenocarcinoma, stage III. To
ensure better postoperative quality of life (QOL) , we avoided total pancretectomy. Unexpectedly, part of the
pancreas became ischemic, causing intractable leakage of pancreatic juice. The patient died of recurrence two
years after surgery. Total pancreatectomy focusing on radical resection of advanced carcinoma of the ampulla
of Vater accompanied by hypoplasia of the pancreatic body and tail would have prevented the postoperative
leakage of pancreatic juice.
Key words : carcinoma of the ampulla of Vater, von Recklinghausen’s disease, hypoplasia of pancreatic body
and tail
(Jpn J Gastroenterol Surg 38 : 312—317, 2005)
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