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Factor VIII (FVIII) is an important key factor on blood coagulation in the
opposite conditions such as the hemorrhages and thrombi. However, there are still uncertain points on
FVI11-based ganti—)coagulation and thrombus formation. The conventional researches of blood coagulation
had been fully done separately by the intrinsic and extrinsic pathway, anti-coagulant pathway, and
fibrinolytic pathway, but it is being now supported that all pathways simultaneously participate and
progress in coagulation. In this study, we found the relationship of FVIII(a) with thrombin and FlXa
gintrinsic factors), FVIla/tissue factor (extrinsic factor), plasmin (Fibrinolytic factor), protein S

anti-coagulant factor), neutrophil proteinase 3 (inflammatory factor) during the blood coagulation
process.



(FVIIT)
FVITI
FVITI
FVITI
FVIII

FVITI

FVILI /

FVILI

FVITI /

FVILI
FVII

FlXa FVvil Fvila /
TF 3 PR3
FVIla/FX EVILI /
Flla FlXa FVIla/TF PR3

/aPCC

FVITI
FVILI

VWF/PL FX

FVlla/TF__F
Fvila TF  FVIILI
plasmon ELISA
FVIIL monoclonal

FVIII
Fvila TF FVITI

FVILI

(Fl1a)-FViI1
Flla  FVIIHI
FVI
Arg372 Flla
340-350
Tyr346

FVlla-FVill FVlla-FVIII

FVIla-FX
TF
FVila-FVIIlI TF FVila
TF  FVIII
VWF
Fvila
TF  FVIII
A3
FVIILI
(aPCC)
FVIla/FX FVIILI
FVlla
FVIILI
FXa FVIIl  sequential
FVILI
Fvila FVIII
c2
1
FIXa-FVIl1(a) FlXa
Prol1809 - Leu FVII
A FVIII
Pro1809 C2
FVIll C2 2248-2285
c2
VWF disturb
FVII
3 FVII

VWF



FVIII

FVILI

10

. Nogami K, ShinozawaK, 5 . Novel FV
mutation (W1920R, FVNara) associated
with serious deep vein thrombosis and
more potent APC resistance relative to
FVLeiden. Blood. 123; 2420-2428; 2014
. Haku J, Nogami K, 3 . Optimal
monitoring of bypass therapy in
hemophilia A patients with inhibitors
by the use of clot waveform analysis.
J Thromb Haemost. 12; 355-362; 2014

. Matsumoto T, Nogami K, 1 .
Coagulation function and mechanisms in

various clinical phenotypes of
patients with acquired factor V
inhibitors. J Thromb Haemost. 12;

1503-1512; 2014

. Ogiwara K, Nogami K, 2 . Tissue
factor pathway inhibitor in activated
prothrombin  complex concentrates
(aPCC) moderates the effectiveness of
therapy in some severe hemophilia A

patients with inhibitor. Int J Hematol.

99; 577-587; 2014

. Yada K, Nogami K, 3 . The first
case of intlh-related inversion in
Japanese haemophilia A patients.
Haemophilia. 20; e408-410; 2014

. Yada K, Nogami K, 2 . Activated
prothrombin complex  concentrate

(APCC)-mediated activation of factor
(FVIII in mixtures of FVIII and APCC
enhances hemostatic effectiveness. J
Thromb Haemost. 11; 902-910; 2013

. Yada K, Nogami K, 3 . The mild
phenotype in severe hemophilia A with

10.

Argl781His mutation is associated with
enhanced binding affinity of factor
VII1 for factor X. Thromb Haemost. 109;
1007-1015; 2013

. Matsumoto T, Nogami K, 1

Simultaneous measurement of thrombin
and plasmin generation to assess the
interplay between coagulation and

fibrinolysis. Thromb Haemost. 110;
761-768; 2013
. Yada K, Nogami K, 1 . Different

factor VIII neutralizing effects on
anti-factor V111 inhibitor antibodies
associated with epitope specificity
and von Willebrand factor. Br J
Haematol. 163; 104-111; 2013
Matsumoto T, Nogami K, 1 . A
putative inhibitory mechanism in the
tenase complex responsible for loss of
coagulation function 1in acquired
haemophilia A patients with anti-C2
autoantibodies. Thromb Haemost. 107;
288-301; 2012

6

. Nogami K. Application of clot waveform

analysis to hemostatic monitoring of
bypassing  therapy. 60*  Annual
Scientific and Standardization
Committee (SSC). June 2014, Milwaukee,
IL

. Nogami K.Bispecific antibody mimicking

factor VIII. European Haemophilia
Consortium. Nov. 2014, Dublin, Ireland

. Nogami K. A novel regulatory mechanism

of FVIla/TF associated with FVIII on
the initial phase of coagulation.

36 SPC
2014 5
. Nogami  K.Development and future
challenge in treatment for hemophilia
with inhibitors. 56
.2014 11
. 56
. 2013 10
. 34
. 2012 6



. 25; 371-379:
2014
2. ; A -
VI .
. 51; 452-458:
2014
3.
. 54; 361-368:
2013
4. .
. Annual Review 2013. 238-244:
2013
5. . VI -
VI
; . 242; 188-193:
2012
o 0
o 0
@
NOGAMI KEIJI
50326328
@

®




