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The incidence of inhibitor (anti-FVIII/8 or anti-FIX/9
alloantibody) development in patients with hemophilia
in the Tohoku region (North-Eastern Japan)

Hirofumi Sugawara'?, Sozo Suzuki', Masayoshi Souri?,
Tetsuhito Kojima3, Akitada Ichinose'?

"Tohoku hemophilia inhibitor working group
ZDepartment of Molecular Patho-Biochemistry & -Biology, Yamagata University
School of Medicine, 2-2-2 lida-Nishi, Yamagata, 990-9585 Japan
SNagoya University School of Health Sciences

ABSTRACT

[Object] The incidence of inhibitor development in the Tohoku region has been reported 1%
or so, in contrast to about 3% in the whole population of hemophilia patients in Japan.
[Methods and results] We organized Tohoku hemophilia inhibitor working group (Tohoku
HIWG) and investigated the incidence of inhibitor development as well as inversion at intron
22 of the factor VIII/8 gene by a questionnaire survey and analysis of patientss DNA
samples. The clinical features of 81 reported cases (20.4% of all patients in this region)
concerning bleeding symptoms were the same as reported previously by other Japanese
investigators. Factor VIII/8 or 1X/9 concentrate has been used for prophylactic replacement
therapy in about 50% of patients regardless of the severity of their disease states. The
incidence of inhibitor development was 9.9% in our patients with hemophilia; 11.9% in patients
with hemophilia A and 195% in patients with severe hemophilia A. Inversion at intron 22 of
the factor VIII/8 gene was found in 29% of patients with hemophilia A examined here, and
one among two patients with inhibitor.

[Conclusion] These results are the same as the nation-wide surveillance of the all hemphilic

patients in whole Japan.

Key words : hemophilia, questionnaire, incidence of inhibitor, inversion at intron 22 of the
factor VIII/8 gene



