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Pathophysiology of physiological Inhibitors
of Blood Coagualation
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Medical Director, Koseiren Kariwagun General Hospital
11—33 Kitahanda 2—chome, Kashiwazaki city, Niigata prefecture, Japan

Antithrombin Il (AT II), protein C (PC), protein 8 (PS) and heparin cofactor II are
naturally occurring anticoagulant proteins. Several hereditary or acquired defficiencies and
abnormalities among these proteins have been linked to a predisposition to recurrent
thrombosic. We have developed a new specific asssay for determining PC and PS
functional activity and measured AT I, PC and PS levels in 121 patients with cerebral
thrombosis in order to determine the frequency of hereditary deficiencies of these
anticoagulant proteins. One case of PC deficiency (type I} and eight cases of P3S
deficiency (6.4%) were found. In PS deficiencies, three were type [ having the same
reduced level of activity and antigen. In three cases of type 11 deficiency the antigen was
normal, and in two cases of type [l deficiency, free PS antigen was reduced but the
total antigen level was normal because of abnormal binding with Cdb binding protein.
In patients with liver cirrhosis, PC, PS8 (bound form), heparin cofactor II and AT IIl
were reduced in parallel with the change in ChE activity. In pateints with acqured
thrombophilia, i.e. diabetes mellitus, pregnancy, nephrotic syndrome, SLE, and taking
the pill, PC and levels PS were reduced. This seems to be a cause of predisposition o
thrombosis.

Key words:protein C, protein S, cerebral thrombodsis, hereditary thrombophilia, acquired
thrombephilia





