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I A 74 > OVERR T4

AR P 1 N B P SR 975 (thrombotic thrombocytopenic purpura: TTP)
X, &5 OMUNLUE I/ MR IR SR S D 2 L TRIET D EERIKE T
H5H Y, TTP %, iR HIEIEERE (hemolytic uremic syndrome: HUS) & 4t
W2 AR MRS A& JE (thrombotic microangiopathy: TMA) IC5HE XL A0
MR EBTH D, TTP 1213tk Kk & S KM (Upshaw—Schulman syndrome : USS)
DAFAET 5, LARTE TTP (Zxf 3 DR R 2~ — I —DMFE LR o 72 2
ED, L 5 (i RID . AP I, EARRERE . RN R
RIEIR) ZHl & LR R TRl STz, L LEDk, g+ o
1B K- T& % von Willebrand [K-- (VWF) & ¢ 20912 O3~ 2 li#5& ADAMTS13
DOIEMZERIC L0 TP SFIET D 2 L A & 2%, BIfE Tl ADAMTS13 i
PEBIRIZ L0 TTP AW & d X 51772 Y, JeRPEI ADAMTS13 15 1 B
FIZE D P90 %BRVEIL ADAMTSI3 (2532 H e HEBEA SIS Z ik
HIET D 27,

T DOBIRAA R i e F i % 2 B3 D PSR EE) TTP 7 v — 712 d T
5HP%%@$W§’ HLF ANR—hartwrh R LT 2017 £ [TTP

DA K 2017) P& ULTHERR LTz, T D%, RRZR EToOEE (ADAMTS13
&ﬁ®%ﬁﬁﬁ MAEAZHR O [BIEGHIBR OfERR) 23388 =D T, [TTP 2%
A R 2020) & L THOIIZHE LT-, AFl, Minds FROZFETA K74
vEBREL, VYR~ TICET AL TH DD clinical question
CQEBZRTEL, TET U ADIELEITV, HELEZ BN L7,

TTP 13D HERTH D7D BB TOMPHINEETH 508, ATREZRIR D B
?%ﬁ%m%dwkﬁﬁkﬁéii%@koik\%fﬁk%fﬁTw%%
THHE L UTE#E L, J5IEICIE GRADE 3 AT ACIEWHEREEE (2 1) ZAHT
7oo BRMETIRANICOWTE#EH LT Y, /AWNRICHT 2HEHOHE - HEIX
BREBRN DR NTEDEEEET S, SHIC, HEHKO TP OB EEN
ADAMTS13 ¥&EME 10% R & 72~ 722 & K 0 | ADAMTS13 {EMEIEEMH] (10% LA
) X TTP &M invie i o7, LAY 5 e & CERIRAIIC TTP 2358 <
eI DT 3D i 59 ADAMTS13 %ﬁﬂi%iﬁz Lﬂ\m\ﬂﬂ CBURTIEE
DIFRED BTV, TTP & [RIRRICE HIZ ML 7R & OIGR DS L EE R
SEBINTFAET D,

IT TTP OJFkE

ADAMTS13 (a  disintegrin—-like and metalloproteinase with
thrombospondin type 1 motifs 13)(&, ADAMTS 7 7 X U —TC 13 FHIZHE
ENTBEFETH 2D Y, ADAMTSI3 OFEE TH D VWF iF =& L TEN MR T



PEEIND N, PEABERIIEFICRE 20 TEOBE D & WF EAHK
(unusually large VWF multimers: UL-VWEM) T, MWD LEED
IZ ADAMTS13 IZ X - CHIr &2 Y, VWF DI/ MR & OFEEREIZZ D4y FEIC
RAF L, K& 22080 VWE i/ Mg 2 E D o3\ 2, £/, VIF o i)
R MARTERCEEIE T 0 RIS BARAE L O I O3 O ERAIRSC M5 22 O H S 5y
TEWT VISR FEAE L, WE NEMEET D, ADAMTS13 JEMEDZERT 5 TTP
IRV TIR, A N ECHIIE A & I H 2 53 S U 7= UL-VWEM 7% ADAMTS13 (2 &
5 OWr &2 T 72 DT DI IR RIS ERAT Ly & T 0SS OR AT 280 Mg W
TG b EZ T, /MR EfE LT < a0 /Mg 2R3 5, 20
i/ R AR A3 | BRSO IM 72 & OFEAMAF TR S D & IResbaE N BIET 5,

II1 ADAMTS13 fa#s

ADAMTS13 FEMEHIE 1L, U ANT 2R WF 28I S8 5 HiE DY RHv bR
7o, IS BRI 2 B4 5720, BERE W WEF SGaEE P2V S
NDEITho7= Y ZhIC k> T, FHEMBEME L 22 0 BEE T ADAMTS13
EEORERNMEOND KO- Tz, EFIMEOIEIEE 100% (1 U/mL) & L
THEA.TREND,

ADAMTS13 (2% 5 HEHUA L LT, in vitro TIEMEZLET UL (A
e EX—) & ADAMTSI3 (ZHEAT 2 IEMEIZBEE Ll REEHuiR)
DEIHNTND 9. BOEHEDZL 1T 1e6 THDHM, Igh R I DAL H
% 0, ADAMTS13 H Cfifkix, AAENTIIA v e EX —2RETH 2 LN —
I THY | REEL NNV TOLEEIIEORENFRETHD, f L EEH
—IE, EFMEE L gRnELEERS L, 5L 50% KT S5 0fli% 1
Bethesda Unit (BU) & EF&T 5 9, %KM TTPJEF DL TA b B X —2
HEns 223, 1 BU/ml LA FOIRMHA > b B % —IXHEDSH #5453
Hb, BT 5 X HITADAMTSI3 A B X —NEETH-Th, B OEHAN
fFAET DKM TTP THDHAREMERH 5, Z 0G50 H AstRIEE SR T
HU | BIRFTRE VI EEZ TS5 2 &1 5,

728, BAREWNT ADAMTS1S JEMEE A v e B X —REITRBREH & 72> T
WD, %< OFEPBE TIIIMNERE TR T A= OfEREZ155 £ T2 3-5 HEz
DR AT 5, TIP iR 2 BAalZiET 572, ADAMTS13 {HMEE A T
BT 2r2a7 )7 A5 58 LT, French 227 2V L PLASMIC &2 =17 273
FANBENTWA(FE2)Y, 2o0R2aT7 U 7T AT AT TN NEEbNDIE
BT F N T ADAMTS13 TEHEE A THIT 5 H D TH Y | TMA DS HE VIE 5]
THEAT S Z LIFERN 2,



IV % KM TTP
1) FESRE &

1924 AE 12 K E D Moscheowitz? 12 L 0 I D% KM TTP & & 2 51 5 e
A ST, B SHIRARBIO £ T, [AERDIEFIHRE D Z )M\ V2, 1966
FEIZ Amorosi & Ultmann™ 2 XV 2 b OEFIREICHIE L RO LD 5
SORERPEAE SH, FIE 5 IR L IREND L 5 et 0%, 5%
D H T & i/ MBI & AR o 2 #ENZENICEE Th 5 2 & 23—k
SNAHEITHRY ., Z02MIEE b & ICBIT LTI RO A MR S
722 723 TTP &\ 994 1%, 1947 45T Singer B P12 k> THEINTW
5o

1991 4E1Z TTP ITXE3 2 MRS DA AER R EN TS, £ DIFKEIZ DN T
IR EE TH 72, 1980 46 TTP HF MAEF 1T UL-VWFM 2AEET 5
Z &P TTP B OHIMR TR S Mk VWF 2NEBE ARk Th 5 Z &
72 & VWE DR H ~0 BTG-S STV, 1996 4E12 VWE BIA%3 (ADAMTS13)
DOIEPERIEEAHESL S 1120 1998 4EIC TTP 2T ADAMTS1S JEM: 2
WA D LR WME SR YY, LavL, TERBRMETIP LW STV E
Bl ¢ H ADAMTS13 JEMEAZFI L7 WIEBI N TFAET 2 Z & 7%
ADAMTS13 12 X 272 Wr & BEIRFT AT K 22 & v\ 9 2 DO HENFET S
REED M GEV N T2, ADAMTS13 GO RREIZ O T h gl dH o 7203, ki
|Z ADAMTS13 V&M 10% KD 4% TIP L 2Wrd 5 = & CEEMZ: 2+ o
ARELNTND P,

2) HBRMETTP ODEF
ADAMTS13 1Z%F3 % H LHLIRIT &> T ADAMTS13 JEMEDSZ3 L. 28 O~
M I/ MR AR TR S D Z S K> TRIET 5,

3) ¥

TTP OIEJFESALE 1L, BRARAT R T2l L TR CTIdiEsb 2> HAER 100 75
ANB720 4~11 N &SN TV 2% ADAMTS13 JEMEDS 10% AT T2 lr
L7 EOBEIT R TH D, 7272 L, ADAMTS13 IEME 5% A Tzl L 7-4%%
AT 100 HTADHTZD 1.74 NEWHIRENRH D *Y, FIEFHIL, ADAMTS13
IEMEE P CR2 W L 7oA OJER] TIEH B 36~51 % T, ZMED L 65%
~100%CTdH > 7= 750 - ADAMTS13 {5 5% A O B ARDER] Tk, HfE
54 ik & RORREM T, D HRIL 55% &Ko T2,

4) 2



JERIRBA O I/ D & A MR i & 5RO 7235512 ADAMTS13 i % 1 &
L. 10%AR76 2R L TWAIERIZ TTP 235, Bt ADAMTS13 H bk
MNGETHIVUZRRYE TP LW 5, IEHESR (f e e —) 23
HTHoTHHROHENGEIET 2HE08H Y, HEEZET H, EfEEER L
ERO NG AIIR RIEFEISME TTP L2k L, 25 7T~ h—FT A L
DOHCREREST 7 a ey 7 EOEFNCEIE LT ADAMTS13 H LR
PEAE S DA T RYE M TTP & 2T %,

TTP % %& 5 BR oD 7 8L 5 i D H %2

@ i/ IR

Mf/NRELAS 10 T/ u L RN EEE DB, 1-3 T/ ul OIERIEL
HARNICEIT S TP OEF TRl 1 5/ ul TH5H 2,

@ RirER I

A A2 PR PR VA L MR IS 0 B S D AR IMER OB PO KL 2RI CTH 5,
~NEZ B L, WA TIE8-10 g/dL DIEFINRZ NE SNAEN P, HARNT
X AE 7.3 g/dL &S00 20, kIR M ER O B, 82 E U L e | LDH,
MR IRMEBRD E5H-. T v rm e OFRER EOEMAT RN G2 &
DAOEHEY — D AREREME THIW T 5, MICRMEROBRBIFE 2372 < KA
M2 1 %L EORREARIMERNIFET 2 Z &M TMA OFBZRFTR & SnTn5
DN BRI ER X E LA NEE T, TTP THERORWZ LN D7, BB
HLUTETUIWT 20,

@ BHneREE

JRIBIMSCIRE ABEDHRDOBED L DN G, MiEZ VT F=0 N B9 50
ik THix ThH D, 277 L, M7 L7 F =032 ng/dL K THHZ &0
%< 0 MIEENT 2 V5 LT 5 BEOAMEBAREOHA X HUS b b,

@ FEEN
37°C VL EOWENS 39C BEOEBE TR D, 30%FHE 01 72%
DIER THRD D & DHRERH 5,

® BFEMERE AR IR

R EBMEOLONG, HAZE, 85l EORMEE, AMEOZEb, Bk
~SULOARTT, DURRRIB IR 7 & Ot S e & xRN BT 5 55
BN D, FEROUGE L HE, SR EIT 572 & DVWbd HEhFRE DR



ThV . MAEZSH RIS 2 2 L 520, AARADKRETIE 79% DJE
FITERBOTND DO WA TIE 50%FREE 9V OIEFNZ LR 720y & D4
Hd D,

5) BRI W

ADAMTS13 VEMEIC K 2 722 Wi R ERMER S /e Z iz ko | EERNCIK S 2
IR NEBZENDN LUTFD LS RELRERRENGIET D, F
7oL MM Z OIRIRNC K 0 SN D X D122 0 BURTIEE 3 ITrRT X9
BRI &L XIS T 5 & &2 bivd,

O HEFEE I PN &R [ E B BE (disseminated intravascular coagulation:
DIC)

TTP SEWFITIL PT, APTT IZIEH T, 747V 2 Ay TovF har EUILET
LR & 3% < | FDP, D-dimer [THREED FHIZE EFE 5 2 L RL W2, DIC
DML, 747V /7 47V 7 EROEEIMETHY . APTT & PT
WIER L, 747V ) A3 5,

@ iR EIESEBERE (hemolytic uremic syndrome: HUS)

0157 73 ¥ O HFEPFEA KFH (Shiga toxin producing £ coli: STEC) &
el K % STEC-HUS X, fEkE&md - Sl mREEM L (BTA) 72 & O KGH
DG ZFERT 5 PP LPS(= R hF 2 0) Igh JUikss K TR 5,
STEC-HUS LIS DJEMIL, FEBLTRY (atypical) HUS (aHUS) & MEIENTUz, %
YT CIE, aHUS 1% H K70k C3 B 72 K OMREILEN - B Oz HET &
N> TEY W JRESEE TIIMAENLENE TA & FENR TV 5

@ HELLP JEfsft
HELLP JEMERE & 13, AU i BE I > T, i (hemolysis) . fF
WSRO E5A-(elevated liver — enzymes). HL/MRJE (low platelets) 258
D D S labEE T D, 2Wii, Sibai ©OBEIEKE DI X > Tirbl b8,
ZORHETIE TP & OERINHNEETH D, ADAMTSI3 TEMEA R L i
TTP &2 d %,

@ Evans JEERE

Evans i i BF 13 B 00 % M I ME 2 (2 00 8 M /s A 98D JE (immune
thrombocytopenia: ITP) &G 0F9 2EA T, EHEI —LREHETH D, 7272
L. EfE7 — A2 Evans JERBEBAAET 228, 2D L9 RIEFIOF NG



ADAMTS13 JEMEZER TTP SRR ST\ 5,

® VE TMA
eHET Y T~ =T A, WMEER EOBER, SR, SR
72 P OBAE, BB PITES T IMA ARIET D Z NS TWV 5,
R BT o TV e WA, ENEMEEEN L 2ERTH DL & H
ZHTWD,

©® Z Do TMA

BB L DT, BRI TMA ToH 5 AY ADAMTS13 JEPEASFE R L T
TMA FIET 5, Fio, WP 5 Mk 2 FF> 2 EMBLRENI TTP E2lrs T
WIIERT S 3 E D,

6) Ik

HBRME TTP OB CREBANCEHmANE £ > T D OILIMIERHTH 5 »,
MAEZZ LD BE DN N TR 2B S D EOWEND D720 % RKIETTP
EEeo B AL, TEAET RIS A AT D Z ENMETH D,
ADAMTS13 {EMEDFE B AVHIBA9 5 £ TICHIR TIIE A 2B 5720, T O R
ERTTIRE ARG T 208N H D, 2022 9 HICHATSEH VWF Al R A
A UNZT D 1 ARHE MEE ) 7 a—TF A PUE D 75 o X~ 7 NI AKGR
=, UMK & VIF & OFE S & EBEICILE T D B R ER T O
RN TH Y, MIELHLISTHID T H SR T% KM TTP DB R % 6
HEEDLZERREESNE Y,

PUFICRERZRIERE L HESEE (R 1) Z5#ET 5,

A AdE

a) IMEAZHL (HEREEE 1 A)

BrEsAE MmE (fresh frozen plasma: FFP) Z@EHLK & U7-MmEASH LA 1 H
1 [B)&# A fif79 %, FFP O &%, BEEER M E (LU T Ot E TR AT6E) o
I~1.5 2 AWTRET 5, MR AEN THLHHE E LT, 1) ADAMTSI3
DFFE. 2) ADAMTSI3 A > B B X —DfR3E, 3) ADAMTS13 THIWr T Z2uy UL-
VWEM D2, R ENTREND P, TAT I TiEl) ORENREETE A
Wiz, B E LTTEA L it b, ks, BRAREEERYIC FRP vk
IThivd Z EX3H 5, FFP ZE#HE & Lo mEAH & th_25 LB 60N %h
RENREDLZENFEINTND Y,



R M AT & (L) = 1A (kg) x70 (mL/kg) x (1=~~~ k27 U > ~/100)

1 AEAZ

FFP  50~75ml/kg % B LC. 1 H 1 EHEH . BIsGHE 1 7 A 2L L
T, M/MREAIERA L (156 5/ LELE) L T2 B E CEARITT 2,
DB SEZZ A D [EI% 08 3 B CITHIR S AU TUN =28, 20184 4 A v b b
FEO IR E © & RO M DI A SR FTRE & 75> 72,

b) EIBEEAT oA FEE (HELEE 1 B)

AT aA RV, GHEAT A ROWTFhbEAIh T R, &
LOMENTODDEIHAL NI THARN ) BIBEEAT oA FEE(IC
Ko T, HOHURDEAMBINWFEN D, ek, @l CRRp, BTG
ERERETIIREEBET 5. Flo. REUEHSNTH D232 < DIERF]THE
AENTHHHEFTHLOT, HEREE 1L,

AT A RV 2FE (PR )

AFILT L R= 1, 000mg

MARAZHAE @RI 1 H LBl K 2 RE T TR FET 5,

W) 3 ARk, TO®RBIEEEAT oA REZWRT 5, EIE, /W
H°0 ADAMTS 13 fr s 72 E & B BITAT H B, BB KE AT 12 A ROJREIEIZ O
TIIBIRE R B F AR IAEAE L2V, R RO IR O/ ICU EEE2 &
WG ST AR A ATFL S L =Y 1 500mg, H . 250mg, H .
125mg/ A% 2 AT o5 L, TOHRAIBEREAT v A FHR 30mg/HIZZE
B L., FitasBIlET 5, 3 A Z T ICHIRICEIY B2 256813,
7L R=ynrr0.5-1mg/kg/HIZ L., TRea&BIlWmET 5,

EBHEAT A R (PRERE A

7L RF=Yu>r 1mng/keg/HNK

PRI, M/ RELS> ADAMTS13 fi#7e & 2B E121T 5, 1mg/kg/ H % 2 B [HHE
FEL. £ D1k 0.5mg/kg/ H & THEHEHIZHET 5, THLIBIE 1B Z &
|2 2. 5-bmg FREED~— A THRET 5725, f/MRECS ADAMTS13 1 bk B X —
Tl 2 E RS D,

c) W 7T RA~7 (HERE 1A)
BT RN, M E VWE OFEEAERNC X 5 ek 2 E 2R 2 Pl
THEDFHURTH D W MEEH LRI E AT A REIEICHER L.



WS DIEVE L — B S MREER Cl/ MO EFLE COMB 2 A5 I2EET 5 2
ENHEIN TS WS FHNTHE 11/ AR S - 9,

BT R~ TR

HFFLA~7 10meg

50 B IE, MAEASHR 15 53R E T2 10mg & FARNE 5 L | IAEAL #4112 10mg
R TREGT 5, 20%, MAEAZHIE IR PR B TZIC 1 3 1 [E
10mg # & Fi5-9 %, MIERHKE T#S 1 A 1\ 10mg 2 30 HFEZ & 53
%o 30 HELRE S ADAMTSI3 IEMEN 10% B A 72 WAL, BT T A~T D
MEREIZIBINT 28 HIMAIRE CTH 5, 7ed. 7T v XA~ T7 O GHMIZEE L T
ADAMTS13 {8 % WERR 3 D RN BHAR FTRE T d 2 25, 1EMEDS 10% L ETH 5
T EDHER I TP WAEE SN LA I+ RETH 5,

d) Vv~ 7 (HELLEE 2B)

U<, D20 ICxtd AF ) 7 a—FAHEKTHY . (KNDOB Y
VORERA ST 2 & T ADAMTS1S A > b B X —DREA LI 5, e 4 b
MRS R ENTWDEFITH D 0, BARENTIZEEH., HRHOH
(IS & 7o TR BME T HITRERE RS Th 523, B RME TTP D&
N, VYo~ REEZEBELTHRY ($BikCQ 1),

VYR~ TRE

Uy ~7 375 mg/m’

JYX L~ THREIZLVA v Ta—Va VT gy B MEKT.
ZRE, KERMIERE) REOEBERBEEHNPELDZ ZENHDHDT, Hi
B (Fle 22 IV TR N7 T 2y) BRI L, WER S IS TR a
(ZHREHE S FIF D, RO GRICIIEENLETH D, mAESH & Of
AT 256 1T MAE R E % 53 2,

LM 1 EEE AFF4[E

e) P/ (HESEE 2 B)

M/ & VWF Z s & L2 /MR K> C TTP 33IET 5 2 &b, Bt
M/ RERIE TTP JGICEN TH D AR S D, A X VT DT —T D5
TlE, TAVY &P Fe— 22 CHEH LEEE. IREKGMET
BALINEN S =08, FEROE T RRE SN TG 2, =L, BEH<To
I LY BIERDZRBD bz ORENRH D P, &b, Fr/rEYY
R BRIV L > THRRME TTP N RIET D Z LRGSR TnD 2 L
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L0 2 b OIEFIOME R TTP BE TR 5T D, T,
TAEY DM BRI MREL S 7/ 1 L LA EIC[EIE U7 LARELS TTP O F5E
TSRV T DA, BRI S TERN Y,

Prifn/IMECERER T (PR FH 44 )
TAEY Y 81~100mg 1 H 1A, §ANK BIRKEATaA RpilkE T

£) EDOMOIER

FRIMERG ML I IR ABD 7R WEBE TIIAE/n EUE 7.0 g/dL RKiix A%
AT 9 23 359 RENFEAETIUIE 8. 0g/dL Rl x H& & 45 %0 (MR 1
A), 7B, M/ L EBSER) 72 I8 B B A IR & 72 BN, E L
SO TRERE X IMARIE Z BT L BRSO BEEEIOND
38, 58, 59) (*&ﬁg 1 B)O

F o, BRMETIRME TTP CTEAMED LA ITRIKEEA 2 Fik U, JLaER B
b DAL, R OB AT 5, %KM M TTP T4 ADAMTS13 i&
PEDRZI L TV D DT, JRFEME & [RIRRIC MR #a & it 9~ 5,

B e, FH A

MAEAZHLZ b [BILL AT TH /M2y 5 5/ p L L EIZETE L2 0nigGa,
H L<IF 15 G/ ul BAEIZERE U T8 FREE M/ IMRES 5 5/ n L AR R L
AR, RN AZ T Y ¥~ 7R 552 EE+ 25 (LR 1B),
ZDOFEIT, MIFEAZHAIZ KX D ADAMTS13 O 5K LT, ADAMTS13 o > B E
Z—N EH LA Z & (ADAMTS13 inhibitor boosting) N TARE L5 D T,
ADAMTSI3 {EMEE A v B B X —REZKET 2 Z E N E L0, ADAMTS13 {%
P A e X —3, TTP LW LB 5 1 » ALINIE, (RERZHE < 1
W21 EHERRETH DN, B 7T XA~ HEHTITENT 4 H@ERETRET
& %, ADAMTS13 inhibitor boosting OIFA 1L, MAERZHLD HTliE+o 72 2hH
DIFLNIRNWT ENREZ N2, VYo~ IREOIHANR RSN D,
B, TIPITKT 2V Y F I~ T OREBW LN/ 5 ETOMMIX 10 A~
14 HMTH D DT, TOM G IMIAEZHNVLE 2 GA N,

a) VX i~7 (HELRE1B)

I - HEHABNCR T2 U Y F U~ TITEEA LGRS, o
Phase 2 FBRIC X VIGEOBR L ZAMENHER SN TR Y | [EN TR A
bHDHZENBLHERET D (R CQ2),

11



VX~ 7 USMI TRROIRENERGH.,. FRENCEDRGEND DN, &
BN ENHE TX BT T/, BEx R HFENRD A RRERL O
%%ﬂﬁj— 6 o

b) /a7 A7y I K (HLEE2B) (REEMN)
a7 A7 7 2 K 500mg/body
1 H1E, 2KMTHERE, @FI3 1 BORES
BRI B G- 1B B O FTREME S D

c) BV URF L (HESEE 2 B) (k@A) 2
v 7 UAF 2 1mg/body, 1 H 1[EW- 0 FRIREES-. @BHIX 1 BO LS
B G AR R VE . B REENE O RTREME S D

d) 7 uaRARY L (HE5EE 2 B) (s @
ruaARY v 4dmg/kg 1 H 2 [EICTHTCHE A NRES,
v ARY COMAEEZ#HEE L, b7 7 100-200 ng/mL B2 ZH#EFET 5,

e) EOfDOIEHE (PRERwEH L)

VIR Mds . (MRS 20) Y, ik /a7 U U REIE HERE 20) o0
RG], FREIO TTP 12Xt L CEMEI TV, VY F o~ NMEH S
HZENEZL R BURTIHBBIREN SN Dl RoTN D,

C. TR

B L Ir o TG A, BIBRE AT v A RIEFEIL, ADAMTS13 MR LU
B EX—OREE RGNS TE AT RIICHIET 5, EREICER ARG
FITAFAE LR WD, FIRDOERMN & 5 O TRASBERRE 12 E B @Bz L.
/g ADAMTS13 M 72 E&1T 9 2 E N FE LW, M/ MRER ERIERAL
L7 BN W T S, ADAMTSI3 TEMEREJR L. A v e B X —Z2 RO 555
N5 1T EEIZ ADAMTS13 JEMERFIR L TV D HAERA v e B X — &R
DHGEAEE, BREREN ERRES TS T 2o EHIic Y
VXU T OEREPITOIVTWS, R RYE TTP ORMEIC ADAMTS13 {52
0% ARTIZERW LTIZHE, BRTHICIYXFo~T70R5 2B L THRND
(PRBRE FHA, 1238 CQ3)

12



7) EIEEEHA
FEEHRN TSN TV EIEESHE R 4 1[I T, 8EHHD Y H 1HHA
THHIUTPEIEL L7220 | FREEMIC & D EREMBI O &%,

8) T

TTP 1%, EIEE DL AL 90% L LR 5D CFEREDEEBETH - 7=
B MRS HAAE A S 80%RIE DAETFENBFOLND LIk oTz
19,20,26,3L.30) © ADAMTS13 {5 10% A5 OIEBNZ I T 5 FHRIFT- & LT, Mmigs
LT F=vEfE, A B2 —28U/nl BLERHESINTND Y, ok, 2k
WM E A X ML DTN E 25720, L haR=C %2 RE
THZENMETHD P, haR=UNEE TR IEENEDN S 5E
B/ ANRE = R

V S K TTP (Upshaw-Schulman syndrome, USS)
1) BTy

1950 A B B VR BE wE & /MBI & A 0E D IR B OAEIEN
FNHIL TN 70 1960 4RI Schulman B %, FHARRBAA & H R <2 /)
WD % KAE$ 2 9 F BB & il U= 28  ASIER O R0l 1% & o FFP
B C L MR DNBIEIC ST D 2 & Th o 72, 1978 4R 121 Upshaw®™ A3 [
BRIZBME ML/ NGB 2 77T 29 F 5 C FFP |2 & - CTHEIBIZAER A3 ek
BTLHEBRE L, FO%, 20X REFORRNLT 7 4 T axy
F AR T I BE S & 71 Upshaw-Schulman syndrome (USS) & A4 Siu7=78 ™
T4 7R FAART O RITZE DBRGE STz, LM% USS OJR4 IFRCK T
TR E WS 220 | 18IS E (chronic relapsing: CR)TTP® &uhv9H
WAENESEHEIND X9 IZhoTom, ZOAFRL TTP B RME &% RED
TR TAEAZBERICL T LES T,

—J7. 1982 4E|Z Moake & 2% CR-TTP D E MR I% UL-VWEM 23 B 5 &
VW9 BB R ATV, £77 1997 4EIZ Furlan 513 ™Y, CR-TTP #3& Tli VWF
BIr% 35 (VWF-CP, #% 0 ADAMTS13) iEMENEI L TV D E &2 s Lz, Lav L,
WD CR-TTP B ITITFERME LB R TTP OGN EENTWFE, £
Furlan & VWE-CP {&MERIEE TITBEF MBL O b 1IEF & A S 4172,2001
7 A2 Kinoshita &% ™, AFR USS BEMENT T, BEILIGVEEWR. BED
W TTEMES 8T % 2 & & RS L USS 13 de R E G (S TEELR)
B THDZEER LT, A4 10 A Levy 1T 7. FIEME TTP O B#E & Fik
\Z81F 5 positional cloning T ADAMTSI3 B ZRIE LT, ZDZ LI X
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T, USS M5 ADANTS13 TBAn - HHFIZ L - CTRIET AL RIMETTP & L Cililk &
AU, USS DFFRRMISERMETTIP ERl—D b D& L TR IND L oItz U
% ARFRT 2 FFEO ADAMTS13 {EHE DGR EENRE SN2t b dH o 19,
ZEOIRME TP BEDFERL I TN D,

2) e RPETIP OESE

ADANTS13 & A5 75512 K 0 ADAMTS13 {EMENEIR L. 25 Of/ M L& (2 1L
RIS TER S A BREREETH 5, BT FRAaKEEER (5
PEER) THh D,

3) ¥
SERVE TTP O EMERBEIZ R TH D, %R TTP TR T2 ) A7

EEZLNTWAENY  F—n v/ STOHEEHTIAD 100 T AHTZD 0.5~4 A

COHELHDL T, ARTOHEZTIZ 110 HAIZ L AL DOBERHY ™, FE

B 2022 R F TICHARFENTRIE SN KM TTP X 70 fl TH 5, HYt

REEER (BTEER) THLHOT, BLIIFEHTHLILTT TH L, END

70 B CIEEBEME 29 Bl Lo 41 B & AEIC S VMEIA N B D, T AVTARIRIE I

RMETTP LW SNDIEFINZ WD LB 2 BD,

F7-. BIERIC LY 2 DK Z A FITHHETE S ™,

FHPRAER © S5 RME TTP OFFE 72 fT i & LT, A W W A Ha ifn. % 20 22
ET 57— A AREBRENE O HAE W TRIET 2 I8 2K 25—
40%ZRZBEND T, Z OB/ MY 25RO D, 3L b
/IR 5 T/ w L RIICERT Do) TN T, 2otk 1
R BN O BT BN A 1 O JEYLE RF 1T i/ MRS & R 0 IR
T, ZOH, LIXFULILITP LRRZ a9 v, SR TTP & IE
L < 2 SHL-MEFNCIZ, FFP O @A Thit T 5,

PR AFEIERL /NI LARR I AR PN 'S 72 & DGR > T/ MR D 25 L
L. JeRMETIP EWr a5, 7272 L, BRAFSIERIZEB VT H /N
IRHNZ M/ IR 23380 B ITP EREZ ENTWAIEERI S 3 D,
DL D ITHERME TTP TIREmM A M ORENE S, RIS
TWAHREMED B D03, ZHEOGAIIIEIRT 5 & TTP IER 2 &
INTTR B ™, Ik, BHEOSAITIL 63 B THIO T TTP L2k &
NEARNORELH D ™,

4) 2K
MR A 2388 . ADAMTS13 1EMEDY 10% AR IR T LTV D IERF T,
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ADAMTS13 A > & B — S EMEOREFNIZERME TTP N5t bi s, L, A v
b B —2MEOHENILT LB AES TiEe <, ﬁﬁ%&ﬂ%%@é@ﬁm%
MIBLD ADAMTS13 FREL T RYE L OERINAIRERGA NS 5, WEZWIC
ADAMTS13 Efn T T DAL ETH 5, %fiﬂ?%%@ﬁﬁim7m@A¢ﬁ
WCTHDHI NG, ADAMTSI3 JEMEIEL 30~50%% /RIHAENZ N &0,

BERIT REBARL LT, B OIRFIZSE L7 ITP OMER CHRAE T 2 4
{RATENE TMA, HELLP JEMEREZR 823 5, HeRPE TTP Tl. #(Z ADAMTS13 i%
PEDNZEDE L TN 528, FEISMERRCI Tl MR 72 & OSER & 51238 D b1
TIEWZ L 23845,

5)  ADAMTS13 ¥& {51 FRAT

FeRME TTP OB RITHE KB MEER (HMEER) THY ., ADAMTSI3
AT BT EHAREY LG ~T aESRREERNRE SN TND Y
ADAMTS13 SBf= - fEHT THERME TTP & REEZWr S vz B AREWN O 65 fil Tl
FEEAGERES WHEEE~T e AR EE Al Th o7z,

6) VB

SERVE TTP SEBI O HIZIL, FFP O E I ARG LB 7R fEF 20 & | HY
TEIE OO 2T FFP Wi NS LB FEFE TH Y . AR08 FFP O 5 IEITIERNIC
iofitéommWﬁ®%M%F@m@&EﬁkT\WP@&ﬁik&ﬁﬁ
MERETILEND D,

FFP i (HESESEE 1 B)
FFP 5~10 mL/kg % 2~3 il Z & OEIESRBRAICI T TV D * ) SERH
BURFIZIE, £9710 mL/kg ZiaidE L CRHR A MR T 5, ZOBRIZIE, 7L
— I SRRIEGYIE 72 E ORIWER & BAKIRIZ T 572, FFP 24t K —o A%n
WNERDEHDICEET D, £, FFPIC X 57 LLX— RIS D FB5IC
e 2AZ I VAIRCRIBREAT oA RIMERSND Z ENH D50, R
LRI, EERIMAR LM FEES D TTP A R A > TliX 10-15 ml/kg D
FFP % 1-3 BAFEIZIT O 2 E N HERE SN TV B8 2 FERK Toskiz TEﬁA
5T 51T i§ﬂ§< WEEZR LA NH D, 1272 L, B2k
?%Té@_%%@NP@Eiﬁ%Ti%%#Tiﬁwwo

7) HAEESH

FE B CHE A STV AERMETIP O EBEESEAE 5 IR T, 1BED
VBED IR WBIE LM =R MBI O R L 70 5,
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8) HAMERT-

TTP ¥/E2 R T DN T & LT, HAEBERKROEIRE OBRE ™. A LA/
HIFEE, RS LT v a— e ERM LI TWD ) RRIZHHRIC
BEEL L72 TTP F’AEIX. FHADA TR IBIRIC O Z R EL 5 25 Z L v
L CW5, ERPICEREY 7 FFP E#R G- 21Th > 25612, kIR
FETSRIT 50%C M5 2 ZDJFIN & L TR SR R IEBREE R &
MRS TS B RN I FEEIR IS FFP 852 MB L L7 VWERCTH
S>Th, FEME7: FFP 8 G5 03 R R TH W RHAD M/ MRES LDH & & &Ik
B A X ERERICT A0 —F 50 RH D, 5 ml/kg LLLED FFP &
FEEEEITD 2 &0, MREFHEICATR EEZ DD &

9) T

SeRME TTP X U2l L, FFP IZ X DR Z1T 21T, THRITHER B AT
ThdEEZLND, BHARATRREIN 70 HIFIZFELTHIN 10 FlEE ST
W5, 05 L 5 PNIMIKENITEA%K TH Y, BEREECELZ THT 5
ENTROUGEIZSDR D EEZOND, £z, BUEE TICTHAREANNS
DIENLIR DN FERME TTP C FFP #% 512 & 0 ADAMTS13 [RIFEHUADS EEA S 41
7oA I FRP O RN L 72 D ATREMED & 5 DT, ADAMTS13 A B B X —
DEMH LR ENMLETH D,
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VY ET <B4 5 Clinical Question (CQ) —E&

T BT VRN

PubMed (National Library of Medicine) O—XAEE ZRAE

20224 1 J1 7 AR A7 °C PubMed (2 4%k S 4172 TTP I BT 2 SCRELIE 13, 015 1,
VY%= 7T 5 LD 27,340 fhdb o 7=, Z0 ) HildE 10 ERICRE
SNz TP BT 5 U Y % v 7 OBFER 0T 335 fhdb 72, WIRIZH A K
TA VUL, BRRBR A3 1, S AT~ T 4 v 7 LB —8 fF, AR 151
tEchol, ~RBETHLNIZHA KT A v BERAR, Y AT~T 1 >
J LB a—OfmXONEEREL, BRRE TP IS5 )Y T~ T I
2 Sk A B R L7z,

SMEH

CQl HRM: TIP OAMHIZY VI~ R EZHET 5

(EI%) $%K¥E TTP DAEMHIC, VX >THEZEZEBLTHBY (iR
BE 2B) (PRRsiE A 4b)

(fi#si)
%KM TTP OFIFE E 721X RGO SME OIEEIRR X, A H & B
ATaA RTHDH, AT 2V Y %o~ 703, BRI TTP &
A RTA4 22020 128 WT, FERHEICEE T 5 2 LRI TV D, HED
VU TNT — AEBOER NG, A Y X T 20T L R

U A7 BB E NS L STV D 5,

2009 4, MEH DREFNZ 6 DAEAEIR R (IAEHL, BRI RE AT 1A )
VYR~ TR ORI E TGS S am & . EEA LR STAR
trial 23FHE S 7z, KEO AR OIRIREEZ B TR ELZ T T
PRl ERER DS BRAA S T2 A3, WEBRE S PAERITC 3 4 L O 9B
IEENTWDS, TDOH%, 71 ha—)LZEH L TH A& D ReSTAR #F5E (it
2113 4) Mrbiv, VYT~ TEGEHTIIEEMONZ EnHE SN T
AV R

2011 4, PEE D Scully Hix, BMEHO% KM TP & 40 412k L T, U
V¥~ 7 ORI Phase 2 RRZ R L2, ABE3 BUANICY V¥~
TO®REZBM L, 1[F 375 mg/m* 2 1A, 4 HEEEG Lz, ok, mIER
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WERIBREAT A REPFM LT, BERITE A MY v ar ha—/LEE
(40 44) BT%ICxI L, VY ¥~ 7 HERT 10% (BIEMEIX 27 22A 1 (F
i) EIRTF L7, Zel. UV o <700 AR EHE L7,

2017 4F, F[E D Chen H1%, RO KM TTP B 14 412, MEASH L
RIBEREAT oA RIC) Yo~ TEGEZHHALEY, VYyFo~7131 [0
375 mg/m’ Z i 1 [\l 4 WHKEG Lz, BMRIZED ETICE L2 #om
Lo | (PR . RIS A (PRfE) 227,

2019 4, KED Zwicker H I, BMEH D% KME TTP B 19 4124 LT, K
A& (1[E[100 mg) OV YX T ~T OEMEEZFHE LY, e RE L
T, SRR MRS E 72 & BRI, B OSEE ERTOEO Y Y
XU~ T TIHRIEDIREPFFCE DL LTS, VY ~713 1[0 100 mg &
W 1Bl 4 EERE Uz, /MR OBIE, B U 2 BRI O ADAMTS13 i
PEDEIE 72 E13, B TIE RV ANE A OERER 5 & b L CGREN 72h
D fio

7k, EEEmMARIEMFS T A BT A 2 2020 1IZHBWT, %R TP OPIFR A
PEHNC MR E RIBRE AT A RIZY YR o~T7 2875 2 & & HEiE
LCW5D %, 2021 FEICHE SN RE L 77 v A TITb i lRRBRIC B
TH, AMMOBREITHT S b FIRIEO RN R S ™,

B, ENTIEAMEICHT S ) YR~ T OE L 2T 57—
ANZ LV, ZOTDWNOEIRRRE T A RT74 0 22F1, JEFEICE
HEZBat L THRWE Lz (LR 2B),

HRE, BHAERG

CQ2 %KM TIP OFX - BHRHINC Y VX v ~T7 R E2HET 50

(EI%) %K TTP DFH - BIEHIC ) VX~ TR 52 Hig+ 5 (Mg
1B)

(fifEs)

ERIMAR (E MR LD TP HA K742 20209, A=A T VT ==
— T RO MNA 2t o ZAAEE 20187 (2B W T, B - EHABIC L
TUYX U7 RHRINTWD, 238, KM TIP IZADHEHR CTh D729,
X BERENCHT 2 U Y o~ 7 OEEACIEGBR TR E STy,
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ELTHA v ENTHEED Phase 2 REBAMESNTEBY, EX MY v =
Y ha— R T, BREENZDONEETH D, 7ok, WM TEN
B DM, M/IMEBENIEFLT 5 E TCORMEABRBEEEET 2BRLH 5,

2006 FZHE D Scully HANFIE « FEEMED 26 A DBHITH LT, MmiER
L BB EAT oA RIZMA T, VY F~7 10375 mg/m’, 1 [A]% 4
WG Uiz, 25 4 2B NERMMIT 0 MEESEF{TSETI1LH

(Foefif) . 234 CTA B EX—NHEK LT,

2012 4RI 7 T A TMA & > Z —® Froissart &%, ¥ « #HEMED 22 4
KT B U Y F U ~T D Phase 2R BAERERERLLEY, VYFU~T1T1
8] 375 mg/m* & 2 WRLINIZ 4 Bl G- L7, e XA MU var ha—LgfEe
LEART /MR IEFAL T 2D £ TO BEDEHME L, 1LAELLNOFR N R -
776

2015 A FZ D Clark B3, 3 - HIEMED 40 £ITH T2 YV F o~
7@ Phase 2 B AT 72", VY ¥~ 1% 1[H 375 mg/m* %3 1 [H], 4 ¥
W5 L7, 1a B4 © 8 M H# DO FERZRB I, MHEH 74% (14/19 44) |
B 89% (16/18 44) Th oiz, Fio. 1 FHOEFRITHHRAE 100%, #H
1851 85% T - 7=,

2016 AR IZARFRDO )N H1%, JRAETEE A FEE 2 L D Phase 2 ERIFER
BRAEAT\, BRSCRERE LTV D Y, A Ha 5 [B11% O I/ IMRELAS 50, 000/ 1 L
BRAZ R, LT ADAMTS13 o > b B % —=2 BU/nL & #Ei60| & 5 L,
18l 7T AR, MR ERIEREAT v A RIZ, VYF o ~7% 1 [H
375 mg/m’, M 1Bl 4 BWHEE Lz, WPEEOKGHGG 4 HH#%IZ,
INEREZAY 150, 000/ n L 282 7= DI 33% (2/6 44). 100,000/ L Z#BZ7-D
1%, 83% (5/6 4) TH -7z,

2016 #2127 7 > A TMA & > Z —® Benhamou © 1%, VMO HBE 24 4 (2%F
3% Phase 2 BBRSAEAZAF L2, ABL 14 HUANIZY Y ¥ ~T % 1[4
375mg/m* % 2 BB L, 16 HED B U U REREMEAF L TV DA, VY%
VT ERBNMEE Lz, VYR~ T ORE R E EFRO X 912 2~4 A2
H5LTH, 4 EHEE LA MY Bvay ha— LS BT, ADAMTS13 i&
PEDIEIE  ADAMTS13 o > & B X — DK T 1 FF R O FFRITHEANR 2o T2,

FJE « HHARBICRT 2 ) Y v~ T I EEA EERGRER AN 72 Vs, D
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Phase 2 FERIZ L VIRIRORNR &2 BMENHERR SN TRV | [EN TOxBRE M
LD LRSS (HELEE 1B),

AR

CQ3 KMk TTP D EARMAIC ADAMTS13 JEHNER L72B/E, VY ~T#H
B2 H1E5 25 0

(F%) %KM TTP OEAELIC ADAMTS13 FEHEDS 10% KR IZER L -5 E.
BRI YT ORELZHREFT L TH BV (HEREE 2B) (PR T4

(figsn) MAEARHIZ X0 M/ MRENTEFIL T, 3 BINFHRT 5, HiE
DM/ RIS TER T, %KM TP OBRLY R I BENSSRVEBEETH,
ADAMTS13 JEMEDS 10% RMi 1272 % L Y A7 BEmnZ E R BTV D,

[EBR MAR 1k 1524 TTP A KT A > 2020 (238 T, ADAMTS13 & ME DN
LIZEMENCE LT, VY For~T7 o/ ffERShTnWE ¥, ZoHB L
LT, VXU TORGIZEDBETY & BEERAEFYIROIER 22
HILTW5, 7ok, EEMAIELSFSD TTP 2% A4 K (Good practice
statement) (%, FEMAFEHIO ADAMTS13 {EMEDOWIESE & LT, &AID 3 » Al
A, 3~12 » AL 3 » A, 12 » ALURRITE 1~2 B2 HE LT b %,

2012 4, JEE D Westwood Bk, FARM 16 4 D% KM TTP BHFIZEHT 5%
Al X T2 S L7z %, ADAMTS13 IHME S E I LI B EIZ Y Y o~ T D
TR G2 To72, 144 (93.3%) 2% 3 » HLINIZ ADAMTS13 JEMHEAN IEH AL
L. Bl (PRfE 23 » H) 114 (6. 7%) 23 70 2> H & I2H% KM TTP %
I L, 2B, 4 £ OBEEFITHBWT, ADAMTSI3 iEHENMETL, VYo~
T OHEEEIT o1,

2014 55, 7T A TMA B % —d Hie 5% 385 4 D% KM TTP & D 9
B, RN ADAMTS13 JEMEDS 10% AT IR T L7 B3 48 44 0% A  MF5E
ERERE LT, ZOIBL30LN I YXU~TOREEZIT, 18 4 03%
F2xhote, TORE, 17T W A% (PRE) OFRIT, VYFr~T7REIZ
X0 0.57 [|I/4EDD 0 [Bl/FITA Uiz, iz, BEBAGFHRNY Yo~
TEGHTIEET 5 Z LB MERINTZ, VY X< 7 OfEEE)1 D 3 7 H
212, ADAMTS13 VEMEIE 46% (IQR, 30%-68%) (Z[HIfE L7=2%, 94 (30%) 23V
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VXU T ORKEENELE LT,

2018 4F, 7T A TMA B Z—® Jestin B, EMEHIZ ADAMTS13 JH A3
I L TSER] 92 £\ 5 ) Y R~ T DD T ORI X Phase 2 BREE
BRF LY, BT ADAMTS13 JEPED 10% AT ITIK T L2 B3 92 4412
YUY R <7 % 118375 mg/m2 & FIREHIKIC 1~4 B E Liz, ZORR,
BRI 0,33 B/ D 0 [BI/ARIZIK T Lz, Zeds, 31.5 A M oBIEHIH
HZ, B D 3T%IZ 380N T ADAMTS13 VEME DS FEEE N IZ PR 724172, ADAMTS13 i
PENTEFAL L7283 D 49% 28U T ADAMTS13 EMEAME T L=, VY v
~ T OFREIZLVIZEALEDIEF TRIGENEIE L, 2B, VY X~
TORFIZLY | 85%MFFE & Ak T & 7o,

2017 4, BEE D Westwood & 1F ADAMTS13 IEMED 15% LA FIZAR T L 7= B g5
45 &, 16 HEDJFEBNZ DN T, VY o~ T OFIE TR 2% A & IZHF5E
Liz®, UV o~T7 Ok &%, 2% (375 mg/m’, 4 1), KA&E (200
mg, 4[E), R (500 mg, 4[0]) O3IFEELE L, VYF T ~TDHEIC
£ 0 78. 9% B T ADAMTS13 IEHEIZIE # b U 7=, BLESIR 15 » A (b fiE)
IZBWT, IKHAERED 34 (3/1944., 15.8%) OHAIE L=, 723, HIENAE
25 17.5 7 AR (HRAl) R ) Y o~T O 2521772, 7k,
BEREGEVELE Lo, (KHERE 0. 38 [Bl/4Ioxt UEEHERE 0. 17 [BI/4F Ch
D, VxR (1B 375 mg/m’, 41]) OFLGNREE LW EFEA
TW5,

FEMEIGIC ADAMTS 13 JEPEDS 10% AT\ 242 & #os H LLNIC # K PE TTP
NEFETDH U AT BE, BRI OEERE TR T 52 LN TE LN, —
EBOBENRCELIIRBIELAIT LI L, MO Y 27 (T Lv
X—Kts, AT =T ARAROEIHE) EbH 0 | EFEICY YF o~
IZEDFE T ZREGFTLTH RV (R 2B),
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PT-INR, prothrombin time—international normalized ratio;
MCV, mean corpuscular volume;
ADAMTS13, a disintegrin—like and metalloproteinase with thrombospondin type 1 motifs 13
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