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A case of Acquired Hemophilia
(inhibitor of coagulation factorVi)

Takuya Yagi, Takayoshi Tachibana, Hiroshi Fuseya,
Motoki Aoki, Hitomi Ito, Jun Taguchi

Department of Hematology, Shizuoka Red Cross Hospital

Abstract . Acquired hemophilia is a very rare life-threatening disorder with an inci-
dence of 1 per million persons per year. The cause of this hemorrhagic disease is
spontaneous development of autoantibodies against the factor VI in individuals with
previously normal coagulation. Compared with alloantibody inhibitor patients, the
incidence of acquired hemophilia is higher in older population. The occurrence in as-
sociate with underlying disease such as autoimmune diseases, malignancies and use
of certain antibiotics has been also described. Because the bleeding patterns in the
disease are more severe, a recent review reported an overall mortality of 20%. We re-
port a case of acquired hemophilia.

A T7 wyear-old female presented with severe subcutaneous hemorrhage and
intramuscular hematoma in her extremities and breast. On the initial laboratory ex-
amination, although activated partial thromboplastin time was noted. To make a di-
agnosis of acquired hemophilia, low plasma level of factor VI and high-titer of factor
VIl inhibitor was conformed. Because the inhibitor level was high and the need to
immediately control acute hemorrhagic complication, recombinant factor Vla concen-
trate was intravenously administered. Though at the same time administration of
immunosuppressant composed of predonisolone and cyclosporine A, the bleeding dia-
thesis was controlled poorly. To eradicate the inhibitor to restore the normal coagu-
lation, the Immunosuppressive was altered
combination of predonisolone and cyclophosphamide.
As the inhibitor titer gradually decreased, the massive
hematoma disappeared without additional Vla admini-
stration.

Key word : acquired hemophilia, factor Vlinhibitor

HERESE LUK SRR IR
TA420-0853  #RMMIEXIBFM 8-2 TEL (054) 254-4311 takuyagi@hotmail.com





