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Fig. 1 Pedigree of the propositus’ family
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Fig. 2 Two dimensional crossed immunoelectro-
phoresis in absence and in presence of heparin.
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Fig. 3 Abdominal CT revealed cavenous transfor-
mation of portal vein and marked splenomegaly.
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Table 1 Laboratory data on admission

FHETH

WBC 3,700 /mm* | T.P
RBC 340X10* /mm® | Alb

Hb 10.5 g/dl ZTT
Ht 30.6 % TTT
Plt 6.4x10* /mm® | GOT
Na 141mEq/1 | GPT
K 4.4mEq/l | ALP

cl 106 mEq/l | y-GTP
BUN 12.0mg/dl | Ch-E

Cr 0.5mg/dl | LDH
ICG RI5 16.3% [ HCV-ab
ICG Rmax 1.002 HCV-Ag
T. Bil 0.5mg/dl | HBs-Ab

6.7 g/dl
4.3g/dl
12.5U
14.0U
23 mU/ml
31U/ml
85 U/ml
16 U/ml
2.6 xMSH/ml
163 U/ml
-+
=
+

Bleeding time
Coagulation time
PT

a-PTT

Thrombo test
Hepaplastin test
Fibrinogen

FDP

AT-III antigen
AT-II activity
ProteinC antigen
ProteinC activity
TAT

3 min.
8 min.
65.5%
36.1 sec.
72.4%
62.7%
135.5 mg/di
6.2 ug/ml
15.6 mg/dl
25%
57%
60 %
5.6 meg/1
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Fig. 4 Venous phase of selective superior
mesentric arteriography revealed cavernous
transformation of portal vein. ({)
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Table 2 Portal blood flow using doppler sonography

Jan, 19 j Feb.14 | Mar.20

portal flow
(anterior branch)

cardiac output

0.15 1/min | 0.16 1/min | 0.08 1/min
4.25 1/min | 5.90 1/min | 3.82 1/min
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Fig. 5 Clinical course after admission.
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A Case of Congenital Antithrombin III Deficiency Asociated with Extrahepatic
Portal Occlusion and Esophgo-Gastric Varices

Satoru Miyazaki, Kazuyasu Nakao, Masaaki Nakahara, Nobuhiro Fujita, Masayasu Hamaji,
Katsuaki Maeda, Yasuroh Kishimoto, Nobuo Ogino, Jun-ichi Hasegawa,
Akihiro Yoneda, Yohichi Kawahira, Hiromu Kazuo,
Akira Maeda and Jun-ichi Nakamura
Department of Surgery, Osaka Police Hospital

A 41-year-old man was admitted because of hematemesis. He previously underwent enterectomy secondary to
thrombosis of the superior mesenteric vein at the age of 25 years. His father had venous varices of the lower limbs
and his brother was diagnosed as having superior mesenteric venous thrombosis. Antithrombin IIT (AT III) activity
and antigen levels in the patient, his sister and his daughter were decreased. In the patient, endoscopy showed
esophagogastric varices. Abdominal angiography revealed complete occlusion and cavernous transformation of the
portal vein. From these findings, he was diagnosed as having portal hypertension secondary to congenital AT III
deficiency. Splenectomy and cardial resection were performed without thrombotic complication. AT III concentrate
was infused from the day before the operation through the 8th day after the operation to maintain AT III level at
100—120%. Warfarin potassium and ticlopilidine hydrochloride were given to prevent from thrombotic attacks. We
reviewed 38 families with congenital AT III deficiency reported in Japan and discussed the perioperative
management of AT III levels in patients with congenital AT III deficiency to prevent potential risk of thrombotic
formation. Surgery was performed only in 3 cases diagnosed as congenital AT III deficiency.
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