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Table 1

Blood examination

a) Blood studies on admission

WBC 33,690 /mm3 BUN 19 mg/dl
RBC 395x10* /mm3 Cr 0.61 mg/dl
Hb 12.1 g/dl T-Bili 0.79 mg/dl
Plt 189x10* /mm3 ALP 291 1U/1
PT 121 s LDH 265 U/dl
PT (%) 1058 % GOT 18 U/I
APTT 263 s GPT 24 U/I
Fibrinogen 643.9 mg/dl CK 297 U/dl
FDP-DD 15.0 pg/ml CRP 2542 mg/dl

b) Coagulation studies after surgery

Free protein S antigen

282 %

(60 ~ 120%)

Total protein S antigen
Protein C activity
Antithorombin I
Anticardiolipin antibody
Lupus anticoagulant

66 %
125 %
126.3 %
<12
1.28

O)

(65 ~ 135%)
(70 ~ 140%)
(70 ~ 130%)
(< 35)
(<13

normal value
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Fig. 1 A:Abdominal X-ray. B: Abdominal contrast-
enhanced computed tomography.
[> Dilatation and wall thickness of small intenstine.
— Obstruction of portal vein and superior mesen-

teric vein.
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Fig. 2 Operative finding
A part of jejunum became necrotic.
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Fig. 3 Histopathological findings.
A : Hemorrhagic necrosis of the jejunum wall (H.E. x40).
B : Decidual mucosal epithelium (H.E. x400).
C : Hemorrhagic necrosis of the jejunum wall

> Artery

— Stasis and dilated vein with thrombi (H.E. x400).
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Fig. 4 Pedigree of propositus’ family
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heterozygote & 2 A& & b B HdH 5 homozygote
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Table 2 The reports of protein S deficiency patient with obstruction of superior mesenteric vein in Japan

(Protein S : PS)

Case Author Age Diagnostic Treatment PS Free PS | Total PS | History of
(year) (gender) method activity | antigen | antigen | Thrombosis
1 | Fujii?) 19 (M) Enhanced CT | Anticoagulant therapy 18% (+)
(1990) Angiography
2 Inagakil® 25 (M) Perioperative | Emergency abdominal < 10% 63% (=)
(1993) finding CT surgery
(resected intestine 240cm)
Anticoagulant therapy
3 | SugiuralV 32 (M) | Perioperative | Emergency abdominal < 10% 44% (=)
(1998) finding surgery
Enhanced CT | (resected intestine 310cm)
4 | Yajimal? 25 (M) Enhanced CT | Thrombolytic treatment 22% 58% (=)
(1999) via SMV
Anticoagulant therapy
Jejunectomy 33cm
(cicatricial Stricture)
5 | Kamimura? | 60 (M) Enhanced CT | Anticoagulant therapy < 10% 46% (=)
(2002) Tlectomy 60cm
(cicatricial Stricture)
6 Inoue!® 52 (M) | Enhanced CT | Thrombolytic treatment (+)
(2004) Abdominal | via SMV
Ultrasound Anticoagulant therapy
Tlectomy 10cm
(cicatricial Stricture)
7 Our case 53 (M) Enhanced CT | Emergency abdominal 28.2% 66% (=)
surgery
(resected jejunum 120cm),
Anticoagulant therapy
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A Case Report of Jejunal Necrosis caused by Superior Mesenteric Vein
Thrombosis related to Congenital Protein S Deficiency

Junichi Yoshizawa", Naohiko Koide"?, Hiroyasu Saito"”,
Norihiko Furusawa”?, Akira Kobayashi”, Akiyoshi Mochizuka?,
Fumihiro Ishida”, Naoshi Nakamura® and Shinichi Miyagawa"
Department of Surgery", Department of Critical and Intensive Care Medicine”, Department of Laboratory
Medicine® and Department of Internal Medicine Division of Hematology”,
Shinshu University School of Medicine
Department of Gastroenterology, Marunouchi Hospital”

We report a case of jejunal necrosis caused by superior mesenteric vein thrombosis related to congenital pro-
tein S deficiency. A 53-year-old man complaining of lower abdominal pain was admitted to hospital. A physical
examination revealed fever, abdominal distension, tenderness and rebound tenderness in the lower abdomen.
Abdominal X-ray findings showed marked intestinal gas. Contrast-enhanced computed tomography showed
dilatation and wall thickness of the small intestine and obstruction of the portal vein and the superior mesen-
teric vein. Emergency surgery was performed : a 120-cm section of the jejunum was necrotic, and the jejunal
veins were obstructed by thrombi. We performed a jejunal resection of the necrotized region, created a jeju-
nal anastomasis, and established an intestinal fistula. After the operation, anticoagulant therapy was per-
formed using heparin and warfarin. The patient’s free protein S antigen was markedly impaired, (28.2%), and
that of his father, brother and son were also decreased. The superior mesenteric vein thrombosis in this case
was thought to have been caused by congenital protein S deficiency.
Key words : superior mesenteric vein thrombosis, protein S deficiency, jejunal necrosis

(Jpn J Gastroenterol Surg 39 : 1418—1423, 2006)
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