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Pathophysiology of thrombotic thrombocytopenic purpura

B BF

SRR

Yoshihiro FUIIMURA and Ayami ISONISHI

(=471 I

Mg P /N A 1 S8 5 (thrombotic thrombocytopenic
purpura : TTP) I, 1924 4K[E D Moschcowitz" 23 % 5 <
Lt OMENIRIC T & 7l iz & 7 ) o e
WE & A DTG L7 2 EITIRE %, 1966 £E1Z 13, Amorosi
& Ultmann® %3151 16 41 & BEHR S 0 255 61 O DAE S %
bt L, Zao IS R EMA A, B E MK
WA, M/IMRIIRIC X 2 D ERe R T (RF I B R~ ),
FEEN, Z L CHMRMRS R E o 5 Bt (pentad) 2 FFEL
LR EEERETHSL I LRI L TTP Lfd L7,
M TTP 13, o e AT UZZ DIETHIZ 90 % DL I
Lwb N ds, 1991 4F Rock 5V 0 Il % 52 #it(plasma
exchange : PE) BV A X 2 BIMZ BRI RIC L b, LT
HIF—ZEITHI20% ICEFTET L7, Lo L, TTP DA
IZDWLTHIE E A EAHT, PEDIRRIIRICOVWTOLE
TYALARHER DD TH-7, ZDLILERDOD L,
1998 ££1Z von Willebrand [ 1~ (VWEF) K S i U] I 5% (VWE-
cleaving protease : VWF-CP) D JIlE LA & 1Y, 7=
2001 4EI21%, Z D VWF-CP %% ADAMTS13 (a disintegrin-like
and metalloproteinase with thrombospondin type 1 motifs 13) &
mAINBE 70T 7 —X¥THY, ZOEEIEEEWD
TTPIRREZ IS Z LS s I e, TS IBHREMR]
ICRE RS E S 726 LIS E S TV 5,

AR Tl TTP ONRREMAT & RO BN, F 7 fTER A &
12DV TIER 3,

R RSB A AT - R T
2 4% RS R AR AL

&l

I TRREELS

TTP &, LEcdi SRy 5 Bk 2 Rt & 3 2 2o th BB
TH D, PRI BERRRERE T 2 07 & 3 2 Ak
JESEMERE (hemolytic uremic syndrome : HUS) 3% %, 2416
ki, AR, MR, i X 2 D iaE
o 3 TR R TIREENBN 4 T B 2 RN g
Ji (thrombotic microangiopathy : TMA) D% 7 3V —IZ A %,
Z 3D A, TTP & HUS D 2T B INI X ERAER O
HRTIRHEETH 2500% o7, L, 1998 FELIRE,
TTP |& VWF R 50k (il 45 ADAMTS13) 16538
L, HUS IZFHML T » I LAVR S, ADAMTSI3 G
MEHEDS Z OFZHNICIRbER EEZAoND X ) ITk->
24, i, TMAWRIEIR & % & £ 2 BRI & 2 R i
TGS X > T, [FfES & kI VWF 0@ ik %
fie L, Il VWF 238 L ADAMTS13/VWF (3% /548
Yty VWF Az kel 72 RE L E 2 55, #l
ZNFPERVEIC, AEHRE MUEAE AR (IHAEHR thAfiE) |3 At
DR 1S A S N2 RHEATHE L SN 505, ZD%D»T
I, WREEERESR B, 2 LTIV 2 £ 9 i e
I3 HELLP JiEfs e (hemolysis, elevated liver-enzymes, low plate-
lets syndrome) & I:E4, Zhd TMAJKEETH D', 20
EICHEBMA v 7V R 2 EDET A A
A VIIEZ G 2B S IZIFFAKEEZ NS, DLEX&
D, BRI PEER] (disseminated intravascular coagula-
tion : DIC) % B ¢ ADAMTS13 {1 PEIEZEH] DNRE I 13, W5
BZWYEA4TH D2 TMADREBA L LTI NG 2Lt
%\, F7z, DIC I3 TMA BB Tl H 5 23BE 2 2
v, 20037 4 77 VIS TR T, IfRIIEE 2 Fi 4k
ETDTMA L3RG oA T3 —LHRETRETH
W, L L7470 ik, Jok, Mgz %
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=T WISHT TOADAMTSI3IC & % UL-VWFMET |

Platelets Q Q
A (SS)m
ﬂ!l

(8S)n TTP NP

D o - UL-VWFM {
QD
(S8S)m e ADAMTS13

GP b ‘-,
GPIlb/llig

T 7

DDAVP

Epinephrine

m ﬁ Hypoxia « OSAS

w Vascular endothelial cells

1 ADAMTSI13 IC & % UL-VWFM BT DR
I F I EBRBUC K D MEAKR ML S B S 1fc UL-VWFM (&, P-selectin = U TR #RE ICEE1L

Ih, CORETIMHOEITDICHICEINS &,

SN TzEB5 I ADAMTS13-Spacer R X > h¥ik
~RD Tyr1605-Met1606 & %= LIRS %,

LTI N B -, WEE TMA C, Z9D# DIC Icf
T34 455 EEZ5N25DT, WREZLOFERIR
Ml EETH 5,

JRREEE

IEIMAT- & LTS T WS VWE 13, I CREfE S5V
JA7rDT*r ) 7—HEAE, L LTI & &b, —Rkikm
2B BIMNR BB D5y 77 & L CEE R %
HoTw2Y, VWE DR80 % HSINE PN TREE S h,
BMHS N TS 2w VWFIZE & 5 & VWF £ E {F
(unusually large VWF multimer : UL-VWEM) & \Wibdt, fxd
A ERIE MDY < VIR IR AZ 250K GPIb & T K6 % 7R
L, If/MBOEgEER Mm% 2 3, W, BB AR
Db & TIE, ADAMTSI3 IZ X D UL-VWFM 38 )\ Y]
SR TS5 2 & ¢, TR IZE S 2 238, #@E 71
NI DO EIE T 2@ &, 279, D% b,

EREEICRD, TNICTVWF-A2 KX UHEH
AU, ADAMTS13-MP R XA Y HEE VWF-A2 R XA

ADAMTSI13 DR, ks, 73Ok ik 2
ADAMTS13 Z D & O OHEREFHE L AE R (i & 2 D
ED3D B k) REICHS &, SRR X
MR SN TTP ZFAET 5,

B 1'91%, UL-VWEM 7%38]17 & 4 2 it 2 Bl L 7
bDTHDH, FTEAESINZ UL-VWEM I, AN/
‘B Td % Weibel-Palade {& (WPB) IC& RS & 41, Hilliic X b ifit
BN MR BET 5, 22T, AL WPB26H
Bfj L T & 7z P-selectin % /1~ L CHIIEZR NI B S 0, i/
BANTHEL 28T DIBIIC KD Z D0 PRGN ERIICAE
fEL, ADAMTS13 CHIliZh 3 EEZ 6N Tw5, 2D
¥, ADAMTS13 H & b I8 N B Re i 1 [ERHAG S 4724k
REDIZ ) DNEHERL X D B AYIC UL-VWEM z2 Y)W d 5 &
ZZohs, ZOWEMLRTE LT, fldREio CcD36 Hs
Z DR E L CUANID 63 H S0, CD36 13 TSP1 D34
BTH5I D5, TSPI F XA DD IR LEEZ 5T
IZFF> ADAMTS13 1%, CD36 & D%/ L TN IC
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BRI 2 EHEESN D, —F7, 1994 4F Tandon & '7IC
X D BRI TTP & DF 80 % IZH1 CD36 Hifk oM X 1
7o 2 EDRE SN, HREIERISEIH I TuARvb o
?, ADAMTS13 O iR S 2 HE T 2 L B2 S
N5, 2% h, IO ADAMTS131EEDSIEH TH -
T, IMENEMEEREDFEE I NTWv5 &, ADAMTSI3
IE B~ AT E 9, 2007 UL-VWEM D YIlia3T
EhwvtEronsd,

RIZ, ADAMTSI13 & VWF DFEAEREIT 2> & W HE % SR
T2, %9, ADAMTS13 133 PN T e (10 e
fa) O CpEE I N TV S 2 EDSEE S, IFREZSE I 1 pf
5 ADAMTSI3 JEHAE TAVR S ', IFREMKE, it
T~ D T B st 2 8 U CHFREZS o 1 A\ B L
TV5 I EPREINTED, T, ADAMTSI3 DI
KFE2EIIFLZ L% %, £/, ADAMTSI3 1 ZDIZ
o, IM/NBCY, A N IIRY, 2 L TEIEO R R4
FNCHIET B 2 EARE LD, TS LIRREL O
WIS HOME L 72> T b, UL-VWEM DI A Bt e
26 OHERICOWTE, D L CAISNTW» 2 DIXREE
27" X € 7L ¥ » (1-deamino-8-D-arginine vasopressin :
DDAVP) T, X EIFRRIEVEY A F A A v b FROMH =
35, Tabb, WIMERA ¥ 7 V¥ & OHEEK
PHETIE, YA PAA VA =L EMEN S G A b AA
VIMEASS | F L C S 228, KGN N2 b7z in
vitro FEERTIE, 1IL-6(+ Z DZHM & DEAE), 1L-8, TNF
o DYV UL-VWEM B PER 2R 972, % 72, BEasifsim
N A 2 KR IR B 12 B < & UL-VWEM S 28 2
52k, IoCEEEFL 2 D UL-VWEM D % it
TECEDRENLM, HIE I IR SRR () 1
P 2MBIEDT &L LT, £, BHEIEUFRLZE
A2 3 2 99 i K o B IR ) BB &y DFRE C db 2 HUS DB
W e LTHEASINTWSE, WIFNRIZEWVWTY
ADAMTS13/VWEF (835 / 35 O A #5534 < ke o
IRAEC, TTPYHHE & DI IZEMA & DRYH & ADAMTS13
TR EE R E 2 5,

ADAMTS13

ADAMTS 13 {5 T 13§tk 9934 12 H D, cDNA 1% 29exon
DOHD, 71427 BRI SR A BEE AL TH B,
FFEIZ190KD T, FfEA¥u7ar7—E RV
M), ALY TR AL (D), bRy RARY
CUIALT-IMEF—7, SATAVI v FREXL Y

(C), AR=H—F XA (S), Ty~Ts, CUB F XA >3
CHBRREED SR DT> TWw B, X514 FNIC
T EROSE T e T 7 =X T, BEEHERET 5
ICIERIBRIC Ca? % ED i A A v 2B ET S, 20
Wz, EHEMER OIS E LT, PiBEEE LTS
1% EDTA @ X 912, FEFNERA LS 7 L% L — b ANATR
e, BBERHZ RSV L 2HEIRETH S,
M D ADAMTS13 B IZH) 1 nug/mL & Vb, HH
L5 VWEIREDR 1/10 £ &3, AEEED VWF %)
Wi g 2 O, iE WIS, FEEER, 2 L THRIL
ER O =BREPEE L I, ZN6DIFLEA LR, Eilo
MDTCS #8533 > T3 Z b bhroTEL, £/,
NETZOMEIEM% invitro THER T 51213, E LR 3
VWF % pH A 4 Vi, &AL WHZ & CiifmiEz 4
L& 2 TR &, ADAMTSI3 %35 VWF Z B L9
Wk, MR T v A4 2TV, L L, 2004 4RI
E NGBS £ v 7 —WF4EAT D Kokame 52913, O
ZEL VWE-A2 R XA D737 2/ E5RIE% glutathione
S-transferase (GST) tag & histidine (His) tag CTHeAIAA 7238
T % KW CHBLL 72 GST-VWF73-His & 1%, RKERE
DEALMAZ 2 L7712, ADAMTS13 1 T REH I Y)W
ENB Z & %L, ADAMTSI3 iGHEHIE i ps—28 1 ik
INtz, Tnkh, SHMAHECH ST 2H1EE
iE, HOENSERECTH 5 FRETS-VWF732 L, 2D VWFT3 %
HThivbi & HARRIRE A7 o2 mFHTE L 7
chromogenic act-ELISA® T&H %, T RETIE, &anA
FEERE 2 T TRLEH B TR E A OE A DB b 17
b, FTETUEORBMDK SN TVLE, bbb
BH¥E L 72 act-ELISA 5 Cl3, YW S 47z VWET3 Wit % ¢
BINICTRT 57 A€ 7 70+ — ILHUEN10 2 Hv, 1]
Wil % B ERT 5 2 L2 TR L L7e, ATEOHIE K
B S TR BB E ST 5 (BRI 0.5 %, HERER
3%), P EDMEEE M GT, BEVIKTA v EeE sy —
(i rPAIPUA) IAE @ Bethesda #: 12 #E U C, ADAMTS13 A
YEeEY—MitizERTEIEDAREE o, BB, o
DA ey —DHIFEICEWTIZ, Ho5U0EFMER
56°CT 60 T MENT 2 2 Lic X b, @Mt o ;A
ADAMTS13 iEtE%# JGE S TE &, w0k, INE I
% IEHE OB & FEEIRA L, 37°CT 2 RHRER,
ARG 2 ME %, 1 Bethesda Hifiz & 1%, T2 T
BRI H D ADAMTS13 162 50 % WEE3 2 Jifili z v
Vo TDAYEESY —IF1gG BFUADNZ EA L TH %05,
Z D%, 1gM BoJERRIFIRZ & T TgA BIFUADIAED
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USS-causative mutation

|

- [ [
W28Lfs Q449* Eg812* " "
Y304C A690T w1016 Q1302
¢.106-1G>C C311Y Q456H R692C | E812Pfs C1024R R1336W
Q44* R312C P4s7L Q723K | A819Lfs C1024G D1362V
T79M [C322G; R507Q E735* |D850Gfs R1034* Q1374Sfs
VBsL Fa24L] S526G Crsanis  So0BY |
C347S S (c908s |C1067Sfs
A95P R528G C758R
H96D R349C | 1584+5G>A G760nrs  GJ09R |YTO74AfS
E98Pfs P353L  |© S550R A793Pf3 R910* W1081 *
R102C W365_R370del|  2E  vs700 S R915C C1084Y
R102H C366Y S N5&7T Q929* S1085Cfs
¢.330+1G>A G385E L595Gfs C951G R1095W
S119F W390C  c.1786+1G>A R1095Q
R125Vfs H234R W390* A596V Q1105
c414+1G>A  H234Q R398C ABO6P R1123C
G139Vfs D235H R398H R629Efs R1123H
1143T D235Y R409W AB31V H1141Tfs i
S150P G236C c.1244+2T>G  E641Gfs C977F R1206
1178T G241_C242del Q436H Y658C 977 R979delinsw C1213Y
R193W  C.746_987+373del (1308+1G>T P671L 112177
R193Q A250V c1309-1G>A  1673F R1219W
T196 I R257Afs C438Y K681Sfs P1220Sfs
S203P S263C G1239V
D217H S263F W1245*
G2o7R  [C265S; S266C] ¢.3751_3892+587del
c.686+1G>A R268P 54/140 were identified in Japan L1258Vts
c.687-2A>G €.825-10_843del
L232Q C2818

2 USS DEGFEE
I ThNbNAEELR USS BEEDEBLGFLERIES4 P LIL(AFE) LR, ZNSRBKTRREEINE

ERE2ERD,

AN, 61T, IgG oGPk E F— 708
FFEEDS FAAL VIZHBLIENREINTVS, T0D
ADAMTSI13 JGERIED S L, FEEPLSf ey —0
MGHERIEDZIEY) TV 4 LTfibhis kb, &
FEOMISICE L Z ENEENS,

%X TTP (Upshaw-Schulman FE{ZE$)

Upshaw-Schulman fE B £ (USS) 1% 1960 412 Schulman
52 % 7 1978 4£1Z Upshaw™ 12 & - THE X LR BT,
ZORBE LT, THARMICRBEGnZHEE T2
Coombs FlBEEEIE D EREFIEA D D, Z D% b MV
ERIMPEE M % SAE T 555, 240 SRR DS o #3551 45%
(fresh frozen plasma : FFP) Dy & b BIMIC S E T 3 i
RAHDIE R ) & ST, TERRAE D &, Moake
53013 1982 £E 7> & 184 545 1 TTP (chronic relapsing TTP :
CR-TTP) &\ ) Wi#i 2 v, TRl 4 oA B e
UL-VWFM 2389 % & O RE A2 1T o 7203, fR0

(@t 34 £ D3IA, %E)

22 D4 IE TTP 23R E BRI 2 % & v ) FH
ZBIRKICLTL o7,

S2K%, 1997 4E Furlan 5°21%, B0 4 |0 CR-TTP H# T
1% VWE YW (#2 O ADAMTS13) iGHEDSE IR L T3 &
WY T L= 2N —%FRA L, L LEBEAFHEIICE, 9
B2 Bkl el kL Bbn s bon, ®H 2 6l
SR LW SN, X S ISHTHE O BB O IE
HD VWE-CP IGMEZ R T 72 &, PPEEELZ K oz
Xz, bbb d Furlan & DG 2 32Z1F, A USS3
KEZD VWE-CP G ZMIEL, BHIZOTNH 3% T
BHBRFIE T L TWw3 2 &, FEFOMBITNY
EHEOH 1/2(50 %) IR T LTw2 2 L 2HdE L, USSH
BRETIP DM@ Th2 2 E2BELE, ZORBL %
{, VWE-CP 2’ ADAMTSI13 TH 2 Z &, FhIDHEET
BE RGN TTP EICAS NS 2 EdfLevy 500 k-
TG S, USS D@ZWiADMENE L7, DI, USS #H X
BIE £ CIc BT/ 150 B3R A S TR D, 140 FEE
DERBAAE ST 5 (F2)*, HAR USS BED
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55 USS-patients

Early-onset

33 Female
29 during childhood 26 during adulthood 22 Male
15 Female 18 Female (13 at pregnancy)
14 Male 8 Male
@ Female

Male

3 AFBUSS BE 55 GO 2RI
I TN NHEZRTU 2 55 Bl D USS (i 33 6ll, B 22 ) [ DL\ T natural history
T ZITV, ZTh2hoO TMA RAEFH % IEHER USS MR & L TR U .
15U T O/NREARIEE S 2901T, ZIE156, BHE1461 SR TH > foo K S I Early-
onset phenotype &% 2 517c, 15 EED Late-onset phenotype (d#1a 2 EIC 2T 51,
15~45 R DA EEANICZET, U DRI TH o fco —7, 45 mUAREIC TTP FEEL

ERIFIEFEAEBETH T,

ak— MFETIEHIHAEZ Y —FLTED, 1998 FELARE, %%
RIBSZERERY: & ENZIEBR SR 2 ~ & —WFZ8iT o 2 [FiF5E
Ik b, AFUSS S5 Hl0ZW L 54 %D ADAMTSI3
BIETERZRAEL Tw 5, USS OEEHAITH RS
T, BEOWBMEDOL A3 F EHRAHER, 7JE
MBEDLEEA~NT VAR ERTH L I L% v, 4
R, MBI - HoBETFRBEL2RES, M
ADAMTS 13 iGH 135 50 % 120K L TV 2 BEEREIR T H
%, Zidtk b, BIERIICIE USS OB LHBIIZ 10601 TH
308, HBRIEAZERIKYE TMA @it v ¥ — o g3 n
W% USS A 55 pilh, BEIE 22 BT, KX 33 B L
WM TH 2, £, USS BHFFFIERYIZ X > T,
Early-onset type & Late-onset type D 2 2RI N T 5, Z
DEOHRED, £ FEMIZ W EESEEICIIRRINT
Wigly, L2rL, USS BED TTP HEZ K I TICIE £
FRMER OGN RINTEY, Ihsicly, 17
VI VWD K ) R EREEGE, IR, s, KRN, 7
A€ 7L v (DDAVP) [ % E3FI 6 L TWw %, RFICK
PRV, IR IS 2 C VWE 2383 %2 72 TTP
DFREV A7 DN F B LEZ 6N, P 40 RDARE,
MRS & 2 VWF B L <, FEEHERIC R 2 LHEZ 5
nTws, HEEGITE, USS 3 55 #ild Late-onset type D
D26 BIFE S N72D3, 9 6 13 B3 ELIR 20~30 fRD

ZHET, BTN S PIERTIC B S N, 72 8 Bl
T, 95 50 BABRICTIE L 2B F Ik 4Bl Cch -7 (K 3),
X 512 ADAMTS13 iGHENELE O RE LA k- T, Ik
PHEZ T 05% LTS D EZNDL LD DTIEH S 22
phenotype 285472 2 Z & bR SN tz, HEHIO 2 AT B
E, HDBEEHFIL 3K THOTTIP Z5AE L, DB CR-
TTP & 21 S U RS 5% (FFP) %2 2~3 H[HkE < ik
La3NnTwhk, L2L, 778KIC/NMIZEZ &7 L,
ADAMTS13 f@fT % FEMi L 72 & 2 A G % 2.4~3.4 % &
HEEREICRIE L, ADAMTSI13 JEE T IC T p.C1024R D
R ERAWREREDFE SN USS LEEZHI S, BEIE
79 J&% T/NMIFERS D B HFIE T L 7223, ENAbCHitd
T % USS E T Tl EIE TH > 7, I 5 ITHTELD
X 912, USS 2 I3EH 2 R 1 £ #] b T FFP 5~10 mL/
kg RED PR EGHMTHIN TV 508, FIEDWET TIE,
Z D& EHETIIBEBEARAENOBTE R I TE R
WEDHE L H D, R ADAMTS13 EEAHEA GBS 178
B 7t ok) OFKIS A E E v 5,

#BX% TTP

TTP (EE D 90 % DL B3 KM TTP ¢, Z D@2k, 1)
ADAMTS 13 i 1E3E 8 & ADAMTS13 ICR9 3 1gG AiG M
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Pk (£ >~ e €& =) BE1E(>0.5 Bethesda U/mL B E) D
FERTZMI I N B EE L, 2) ADAMTSI13 G IZIEIEH TH -
TH A UL 5 #6% (pentad) TRWI S LD B, O 2 HEEIH
%, RITIHAER, HiE %2R TTP, BE&E %2 IEET TTP &
WEA T E 7By, AR, TTP DE DT ADAMTS13 i MEE
WKINB ST E 2, FFERITTP &) BMiAkIZE A
Effibnza b, ZHUT TMA &\ 9 DA 2 Wi 4
BEHEHAZINTL 5, bItbhd 1998~2008 41245 RV
BERZERIMA T &8 L 72 919 1D TMA BEF DENTHE T
1%, BRI TTP I3 324 T TMA 2D 1/3(35 %) TH -
723, ¥ 72, ADAMTSI3 iEHERIE DR & & b iz, TTP
DM E W TIIETGLO I S tic EA SN T ek
<, TAIMMEAIm & MO D 2 i dH UL £ 9 TTP
BEED | ED NS> TES, ZHUTX D, TTP D¥
ABEEEIX AT 100 TG 72 D 4.7 AL w9 BB kich
INTWEY, BEIZEZIZPICLVHDLHEINS,
BRVE - BB TTP 13— (R ) L 2 b L, H
DB LR O L > T REICE L 2500 H
%, L2 ADAMTSI3 HOHifES IS N5, 2 ofifkix
IgG B oiHMEh Yk (f v e €y —)BET, TEF—7
1% ADAMTS13 73 T DJAHIPHICH 72 25, £ v e sy —1F
HZRTH oM L TADAMTSI3-Sp F X A Y IZdH
5” Z 4%, ADAMTSI3-Sp F X A v 3HHE & 72 % VWF
DRFETH Y, Z2nETuy 7752 EIFHEEHE
RHZEEBRT S, 205 IgG Yk 77 7 A g
IgG4 DM b Tl SN L oREDL H B, ZDIEFD
IgA FifAIEIEIEH AP UED 1gM S & 2%, Zh s itk
DIRFT B BE D FRITE D X 9 ITHET 2 Do IFHIRFE
LA, A%@%ﬁ&&ofwéoit,mc&®%%
BW D7D, HEE - AR EZ &S DIC v —A—D
Mi%%ﬁf%b,M¢Wﬁéﬁ®~okbfﬂ6h%«
2 VR L N AME (heparin-induced thrombocytope-
nia : HIT) & ORI EHETH 5, ZD7»I2iE, HiHIT $i
R Hi~ ) - MVIMER 4 I E A RYUER) O WE D3 B
L4,

INBEADO®RKM - EB TTP

RN - BB TTP IE FIH AW & SN TE T
25, NEHIC S LIFLIEA S5, RN EREEERI
HOHTEL TMA 919 il D 7 — % XR— A Tlk, ADAMTSI13 i
PEFEI(<05%) £ 4 v e By —ZER L LHBRME - Fig
PETTP (X 195 ¢, 2D 5 B 15 KL T O /NEHIFEAER] 1%

1461(7.2 %), F7 2 LA T 561(2.6 %) Tdh -7z, Ml
B 9B, IR 5 BIT, L 9 A HH 5 15 i THIYMA
F 1R TH -7, TTP 5 Bl D 22 >C, MM & %
MM 2GRS, fhORER IZAEREEEER 10 61 (71
%), EHERERIE 10 61 (71 %), FEEA 13 B11(93 %) DAL T H
ST, 2D R, FHIC 2R T RS RO TTP 13, &R
P TTP TdH % USS & ORI K 2 2 &3 5 DTHIE
TRETHD,

—Ji, HBRED KM TMA B3 CRBEGEEDED b 01k
221 4(221/919 : 24 %) T, D9 b 15 KLU T D/ANVEIIFE
FEGIE 1160, 9 5 3611k ADAMTS13 G186 (<0.5 %)
ZRTERTIP TH o7z, T35 DOJFEPEHEIL SLE (systemic
lupus erythematosus) %% 2 ffl, MCTD (mixed connective tissue
disease) 23 1l TH - 724, WTFIUTE VT S FHFREILK
FRIGRIEFCTH > 7, BIED 2 DIFFHIEEEF T, 3 TTP
ZFAEL, BCTBEWRZBIEL 2P LIFLIEAS LT
&b, NEOBRMETTP IZOWVTIZ, ZDHROFBEBIZE L H
HTh 2,

TTP ;BB DIRRY

1. %Xt TTP(USS)
USS (& ADAMTS 13 IGED SRR RETH 5 72, 1A
BT 2 I OEA T FFP 5~10mL/kg AH %
5. L, ADAMTSI3 il 2179 2 LB Th 5, b
NbnDO 7=k % &, USS HEND FFP i, FEE
IO EERPNERM IR 25 HTH o7, £ DAK
USS H#FIC L »C, 2 HMIc—Eombt & 2 fE ) BRI
BHAHIZRERMEE > T3, £/, FFPIfiEIc X 3
MEZIEF T VLXK E TR TEELD R B0,
Bk T iE, FEP DR b 12 S i o A AL B (solvent/
detergent-treated) CHR AN TEAVALEE 2 U 72 Il #2845 (Octa-
plas®) ZH VLT W AEG H Y, oA, BYY A7 %
WZE, PLLF=RIGDIEEAEASN RN &, F-,
TRALI 7 £ O BEEBMEIEHN 22w 2 EBHoNTED,
AHTH22MAADEANLEENS, i, ZNEFT
FFP & i 217> C &7 USS BE D 95 5, ADAMTSI3
4 v ey -Gl ETH 25, PRI H
BBIERI 5 % 1Ic3Bd 5N T3, D EDBH)»S
Pk, FRP IcfUb - TS ADAMTS 13 8541 (14 Hok & 2
WIRBE TFEB) I X 2L 0 EsIE I N Tw 5,
2. BXME(ER)TTP
BRME - BRI TTP IRHEDE —

EPUL I HE AL (plasma



exchange ! PE)JEECTH %, PEDIET VA
1%, MADAMTSI13 £ ~ ¥ —fZ, @UL-
VWEM D%, @ADAMTSI3 D7, @ik
M 2R ER Y A4 XD VWEM D ffiFe, %
L CO®OVWF B & 2§ S Y A A A v
DbrZE, % ETEHE N, 118 40~60 mL/kg
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