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I # t im /7 #x 8 4 14 %2 BE 9% (thrombotic thrombocytopenic purpura: TTP) (. 1924 X E D Eli
Moschcowitz [C&k>THIHTHESNI=HRB T, BRI HFEMEM/MRIRA | 2) fu i EE %A T
MEMm, 3) BHEEES. 4) &, 5) BEMRaaEETOHHMSBIRTEMIN TV, D&, 1)
2) DHDEFI TLRBRDFBRETHAZENHESN TE-H . KYFRIA TIEZ ADAMTS13EHEZ R (10%%K
W) DAHMTTP EBEIEN DRIz, TTP DBBERIIHAE RN GEANETLRELEL. BAERTIE
30~50/% & 60 mMATRICHKIEE — I D RBDHoN D, BEFEILMHEITOPOZ A, 30~50 5% TIXE AL
M2 BRITENIEBEDOLENTED,

2. &R
ADAMTS13 DEE THB I+ 74V T 52 REF (von Willebrand factor: VWF) [, & A K #llE CTEE
7FE VWF ZEAR(UL-VWFM) ELTEESh . REMRRAIZERINS, CO%E., —HIXOERNK TH
BICHBEINTR) VI ADBRAR D LA, FRYDKE S & FRAGRIRICE>TRR AN SmAIC
MHEN 5, SO, UL-VWFM (X2 D EEVIETEESR ADAMTS13 [ZX>THIEh /N F{EL. kM
BLI=HDFR LGS, LI-A > T, ADAMTSI3 SEMEMNEFR T 5L UL-VWFM A TIETEN . A IZEHEL.
RHEHEBRECTELSET YR A TITEREIGIV/NMUESENSIEFREISh, igT4ELD,

3. fEIK

HXKME TTP THDHT7 YT a— a1—ILIUEEEE (Upshaw—Schulman fEI&EE : USS) &, &R HAK
PEREERBETRAET SAMWEFNH LN, FEHICRYIRY M/MRE D TRESNDIERFS.
BN LUE BB RELRE OIRIRBFICRKIET 531 T1H 5. COREFHOEINABRBEDIIEE
EFRATHD, LML, REICH>T/NBEAIC R M/ MR D 2 B% (TP) Li8> TSN TV IE
5l T, 1EYREZ2HEIC TTP ZFAEL. USS THALZEEINT-BINZFRESN TS, BXM TTP TIL,
ADERE HER. FABLELEITL. R, BN, Bl (FRICED) . FrARER, BESNES
%, FEEMT 38°CHIR T, £EIC 40°CEBRLHLIHY . FEELVLEENCEMNZRD . BEEDHE (K
BENEBDS)EHSITLIH D, FHMMERELT, BE. BHES. $#Il. ME. KE. NEREE.
FHEE ., EELENROLNDS, IR, EARERO . FNICBEFRILEEHEELH D,
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SR TTP(USS) : $i R iE M 5E (FFP) Z E HAMIIZHIEL T ADAMTS13 2R FTEITL. M/MrEE
BIHaBE M ThNnd, $EIE BEBRKARNMTEOATOWSEGFHRZAER
(rADAMTS13) IZ XA EE R FTEEANATREL R H LB O D,
%X TTP: ADAMTS13 A2 EE4— (B EHK) [2&>T ADAMTSI3 SEMAZERBLTLNADT.FFP
HDFEETIEF+57 T AEITMERE (PE) FENE —BIRELGD, COE. RTAAF
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TTP O /MBS LT, M/MRE M EFEBAIZITS &M KIZMEZZ< (fuel on the fire) JIZ4
Zbon, ERMICIEPHMmM/NMREMEEZELD, £ #E - REHISHLTIEEV VAT  TUF
FHUGEQRENHFI OFEACEFEGELEEIND, RIA T, $i CD20 FAZHRATH L) YFH>
M PE [SAERERMEETRL. h D& Hifil ADAMTS13 A EE2—%RBH DEHIIZIBH THERA LD IRE N
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6. EfEENER
MRIMERDEEESFEAL. BXME TTP, EXM TTP LHICHFEULZEREMBOXMRET
%,

O 1AM
1 % £ B R EAE 2B 9 HREH R
MEREKE ERFZ2ARFEFHHRRREETF HiR HEE

2/5



<EHREHE>
MIZRRZZEHLZLIM/NMRE D EEHT-15E . ADAMTS13 SEMHZEBITEL 10%KEIZE B L TLRESZE TTP
L9 B, 1 ADAMTS13 B IALFETHNIXERE TTP LT 5, [EEThHNIL USS LT 5,

(FEB)
TTP 855U ZRHHH ADAMTS13 JEFEMNZFL TUVEULNER I FIRIEDZETEEETIX TTP TIXAEULAS,
EbCMBRIBLEDARBRNDLELREMNINEET S,

TP Z55BIEDE R
@ f/hRED
m/NREEAY 10 7 /ul Kidio 1~37/uL DEEFIA SN,
@ MUMLEEMEALER D
MUNIMEEME AR ML, FRIOROBMIBIRICLKSEAMT, ANET DED A 12¢/dL Kiffi (8~
10g/dL DEHIMN L) TRMAT RABESNEIE, M OEEI—LRARERIZE THIET 5,
BT R &E, BRARMBRO IR, BiEEYILEY | LDH, BRFMIKRD LR, NI OEL DERLE
15,
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Brov g REKRE
A BFEME M E RN EEREIZEE (disseminated intravascular coagulation : DIC)

TTP EFITIX. PT.APTT [(RIEE T, 747U/ 70 FUoFAVEVIFET LA EA S, FDP,
D-dimer [(FEED LFICEEFEHENE N, DIC DIEE, T4TV2 /T4 ) /70 ERD EE M42 THY .
APTT & PT WNERL. 74TV /7UNEST B,

@ B4R EEEIEEE (hemolytic uremic syndrome: HUS)

e M RIBE (0157 4 L) RREAEICKDHE HUS (L, FEIEBERE - SESREERHE (EIANGED

KGR DEEEMHERT 2HELH LPS(TURMFI V) 1M UKL ETEHT %,
Q) HELLP jE{xE

HELLP fEIZE & (L., RS £ BE SF M T, A M (hemolysis) . FrEEZ% D £ F (elevated liver—enzymes) .
mm/RGE A (low platelets) #5285 Z iz EE TH D,

FZMRIE. Sibai 5D EHTEZE (Sibai BM.et al. Am J Obstet Gynrcol 1993;169:1000) [IZ&>T{Thhdht, ZD
HETIE TP LOERIHEHTH S, ADAMTSI3 FHENEFBL TLNIE TTP LEHT 5,
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Evans fEIXE¥ CIXEEI—LARBETH S, =1L, V—LREHEI I 7o XEERELEZEHSNDEZENH
B, COESEEF D E S ADAMTSI3 EMER TTP AR RINTILVS,

2
1 ADAMTS13 AV EEA—ZRNERFETREL., 1BA/mL LLEIXBALAGZIEMEEHIBTTES, LML,
PR DHIERIE AT LBB 5 TIHL, USS D ETIEMER D ADAMTS13 [EHRIELEESEITITIN. HEE
WX ADAMTS 13 B I FRIDDETH D,
USS BEDWEBRIL. ATOEESHREETHLSI LN S ADAMTSII JEMEIL 30 M5 50%ERTIHZEEN B,
78, ADAMTS13 B 2HAIE ., R (AU EER—) ZBIE T HIEN—RITHY . IRELANILTD
HIEP A DIEENARETH D,
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1. BABEICH WD EEEIER, BEFTLSICE L T, BREE LICHBEOREN VAR, W
OO DZHNWTH 2L 2R (272 L, MikEh ofkl 2 R~ T ERRIERSE Th > T,
RATREZe B DITIRD.).
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