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Fig. 1 Scheme of hemostasis
FN : fibronectin, vWF : von Willebrand factor, PL : platelet.
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Fig. 2 The pedigree of family M with a,-PI deficiency.
The patient (VI-3) was believed to be homozygous because of the absence of
a,-PI in his plasma. None of the family members except the patient reported any

episode suggestive of hemorrhagic diathesis.
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Fig. 3 Family with protein S deficiency.
The proband is indicated by the arrow. The pres-
ence of consanguinity is shown by a solid line
between II-2 and II-8. The history of clinical throm-
bosis is indicated by*.
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Fig. 4 FVIII: C, vWF : Ag and Rcof in relation to time after infusion of 2,000U of Confact

F for a vWD patient (K.M.).
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Fig. 5 Transfusion schedule of Confact F for a vWD patient (K.M) before and

after the operation.
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Fig. 6 Transfusion schedule of FFP, CRC and FP for a combined deficiency of
FV and FVIII (K.N) before and after the operation.

CRC
FFP FP
120 e 4 =
! | ! ! ! ! ! !
! ! ! ! ! ! ! !
! ! | | | | | | - - FV"IC
T '
| | | | | | | |
IR — FVC
80 |-l R booooes bl hooees Jooeias
,t‘ ! ! ! ! ! ! !
o 1 T R T R R
~ , L W | | | ! | *
X 60 N e oo [t i ““r‘,'"i""‘ --------------------------
- PR N X NS T R
| | |
]
|
|
i

60

72

108 144 156 168

120 132

84 96

TIME (hr)

Fig. 7 FVIII: C and FV : C in relation to time before and after the operation.
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