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Fig. 1 There are multiple skin tumors and café au
lait spots.
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Table 1 Laboratory data on admission

< Hematology > Na 139 mEq/L
WBC 60 %102 /ul K 4.1 mEq/L
RBC 364 x10% /ul Cl 103 mEq/L
Hb 10.7 g/dl Ca 9.7 mg/dl
Het 30.9 % CRP 0.81 mg/dl

Plt 39.8x10* /ul
< Coagulation study >

< Blood chemistry > PT 116 %
TP 73 g/dl APTT 29.8 sec
Alb 36 g/dl
T-Bil 80 mg/dl | < Tumor markers >
D-Bil 63 mg/dl | CEA 33 ng/ml
LDH 155 TU/L CA19-9 71 U/ml
AST 75 TU/L
ALT 66 TU/L < Urinalysis>
y-GTP 1,548 TU/L Protein (=)
ALP 4,010 TU/L Glucose (=)
Amy 193 TU/L Urobil (+1)
BUN 127 mg/dl | Bil (=)
Cr 050 Mg/dl
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ZRAD TN, WEmICEFEAS N 572
(Fig. 2).
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Fig. 2 Macroscopic picture of the resected speci-
men showed a tumor of the papilla of Vater (ar-
rows) and multiple serosal nodules in the jejunum
(arrow heads).
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Fig. 3 Histological examination of a tumor of the papilla of Vater showed well differentiated
and papillary adenocarcinoma (a H.E. xX100). Jejunal tumors were composed of spindle
cells arranged in a bundle pattern, and the cells were immunohistochemically positive for c-
kit (bx400) and CD34 (c x400). Skin tumors were histologically diagnosed as neurofibro-
mas (d H.E.x400).

Table 2 Reported cases of von Recklinghausen's disease complicated by carcinoma of the papilla of Vater

Author Year | Age/Gender | Chief complaint Histology | Operation Accompanied lesion
1 | Numa? 1965 58/M jaundice adc CD leiomyoma (jejunum)
2 | Sawail® 1979 54/M lumbar pain well - leiomyosarcoma (subcutaneous)
3 | TsukadalV 1981 74/F jaundice well - duodenal ulcer
4 | Imamural? 1983 57/F jaundice adc TR leiomyoma (duodenum)
5 | Haradal® 1983 52/F jaundice adc PD leiomyoma (duodenum)
6 | Matsumoto!? | 1984 43/F epigastralgia well PD aberrant pancreas (jejunum)
7 | Hashimoto!® | 1985 77/F jaundice adc PD leiomyoma (jejunum)
8 | Yoshimine!® | 1989 64/F appetite loss por GJ leiomyoma (stomach, duodenum, jejunum)
9 | Shinbo!? 1990 61/F epigastralgia ND PD (=)
10 | Ichinose!® 1995 39/M liver dysfunction | pap ~ well PD (=)
11 | Nagayama!? | 1997 40/F jaundice mod PD (=)
12 | Umehara20) 1997 56/F jaundice por PD leiomyoma (duodenum, jejunum)
13 | Fujita2V 2002 69/F epigastralgia well PpPD GIST (jejunum)
14 | Tobita22) 2005 57/F general fatigue mod PpPD Schwannoma (duodenum)
15 | Our case 71/M general fatigue | well ~ pap PpPD GIST (jejunum)

ND ; not described, adc ; adenocarcinoma, well ; well differentiated adenocarcinoma, mod ; moderatery differentiated adenocarci-
noma, por ; poorly differentiated adenocarcinoma, pap ; papillary adenocarcinoma, CD ; cholecystoduodenostomy, TR ; tumor re-

section, GJ : gastrojejunostomy, PD ; pancreratoduodenectomy, PpPD ; pylorus-preserving pancreatoduodenectomy
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A Case of von Recklinghausen’s Disease Complicated by Carcinoma of the Papilla of
Vater and Multiple Gastrointestinal Stromal Tumors of the Jejunum

Shin-ichi Ikuta, Chiaki Yasui, Tsukasa Aihara, Hidenori Yoshie,
Toshihiro Bandoh, Masao Mitsunobu, Ayako Sugihara® and Naoki Yamanaka
Department of Surgery and Department of Pathology*, Meiwa General Hospital

A 71-year-old man with von Recklinghausen’s disease and referred for general fatigue was found in gastroduo-
denoscopy and biopsy specimen pathology to have adenocarcinoma of the papilla of Vater, necessitating
pylorus-preserving pancreatoduodenectomy and partial jejunal resection due to multiple tumors found on the
serosal surface of the jejunum. Immunohistologically, the jejunal tumors were diagnosed as uncommitted gas-
trointestinal stromal tumors (GISTs). Von Recklinghausen'’s disease frequently accompanies neurogenic tu-
mors, but is rarely associated with nonneurogenic tumors. Carcinoma of the papilla of Vater and jejunal GIST's
associated with von Recklinghausen’s disease is rare.
Key words : von Recklinghausen’s disease, carcinoma of the papilla of Vater, gastrointestinal stromal tumor
(Jpn J Gastroenterol Surg 40 : 599—604, 2007)
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