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Treatment of congenital thrombotic thrombocytopenic purpura (TTP)

Satoshi HIGASA

B ¢ e RV AR E MR A SR BE (S5 R 1 thrombotic thrombocytopenic purpura : TTP) (&, von Willebrand
KT DY WiE# T % A disintegrin and metalloproteinase with thrombospondin motifs 13 (ADAMTS13) ®DJEKIK)
RZIZE Y, MUMGRA, W, e, BEEMERARAEMEIR 2 EORIRE SIET 2B TH 5. 5t
KYETTP OEHEE, FFPIZ X 5 ADAMTSI3 OHFiFEHETH 5. HARVETTP &3 7% ) MBFESHRAHEIIA LT,
FFP OHED AT HMERYYLE T 5. EIROMBLEZ TR § 572012, FEFRIEREC b FFP O @ WiTE A U3 %
FEBI 2, AERMBURE O A FFP AL L ER £ C, A% 7% FFP OG5 EIEMIC L > TR 5. FFP
OEMIER, BOPEOBHFATA FTIE5~10mL/kg % 2~3 BEICHET % & ShTwb, BEEE AR
% ADAMTS13 A DOFIFEMSED SMTH Y, ThAVKFEE S NIUIEREE TTP DRI RS (AT L L E X
5hs.

M Ik I EE 2022; 33 (4) : 408-413

Key words: thrombotic thrombocytopenic purpura, Upshaw-Schulman syndrome, ADAMTS13, von Willebrand factor,

fresh frozen plasma

1. 13UBIC

Se RV MR R ML MR PESR BE - (Y5 K% throm-
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MIRHETH TTP FHAEZ FE L 2 WIERNIZH L T,
PR 2 2R 2 8 ) 5 72012 ADAMTSI3 O
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DOFHFEETHRNES-T5DDTHY, FFP D512
o U TR B SR I3 s 2 K e B 1, T LV
F=RED) A7 bWATLEEZLND. £72,
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