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ADAMTS13;EEERZFEIHAIRAIATPYIITIIVATLELUT,
FrenchXAad7&EPLASMICRO7 ZRAVWA S EDHIRINE T

B RMETTPODESHR

#BXMETTPDEZHR
EERARBOMNRENEBMEBMEZTDEEICHSVNT. ADAMTSI13EFUEZRE CEM10%FKE) ICIZ .
ADAMTS13IC I DECIIEDEEEE S CERIETTPEZRIT 5. SEILEENA (/1 Ve EI—) HIEMTHH>TH
BOHEDFET 285D G . FEEZETD. EREREREZRDBVSES IR RERREMETTPEZHL. 2814
IUFIN—FRARENEHERELREPELESICEEUVUCADAMTSI3HEHANEESINZBSICIFR KM
ZRMETTPEZ AT B,

ADAMTSI3REICDOWNT

ADAMTS1I3EMRIEICIE . SHE2RVWFZ YIS B3 ENAVSNIEA VIR IGICRIEEZE T 58,
REREVLWWFEREE (VWF73) VSN2 KSR ofz. CNICK T FRNEEL RV HEFE TADAMTST3
TEEDRBRMESND X IICR I BEAT—IVMERICHIFHADAMTS13EEZ100% (1U/mL) ERET B,
ADAMTS13ICH T 2EHEHEELT. in vitroTEMZRET 51 ey — BEEHE) & JEHERESEET
ADAMTS13DIVU7 5 %6 LS B2 EEHAE GEBREHUE) HMEISNTN S . BEHEDZL(FIgGTH DN IgA
PIgMDIHEEH S ADAMTS13ECHEG . A TIFA Ve EY—ZREBIT DI EN—RINTHY ARELAIV
CTOHEEHIHDIRENTRETHS. M VEEI—F BEAT—IVMBEHRMBZERREG L. EMZ50%ET
S E2AIf7%Z1 Bethesda Unit (BU)EEERT . BRMETTPEESITIEIERE AV EEY—HPEHENBH, 1BU/mL
HUTOEAMA >V EEY—FHENRERSENH 2. HHRDEKSICADAMTS134 2V EEY - M THOTH.
BN FEETSERMETTPTHSOI8EMN 52,

38 . HEAEATADAMTS135E LAV EEY —REBIIMRIRBERA L E>TVBH . B L DR CIIVERE THIN
IRHERZBDECIC3~SHEEDRKREZE TS, TTPEEZRICHIET 57cH . ADAMTS13EFEE R/ Z
FRIBZRAIAFZIVYITIRTLEULT . FrenchZAOPEPLASMICROZHTEAVSNTWVS (FREHRR) .2 DDA 7
VYT IRATLRTMADREODNBER ICBVWTADAMTSI13ERE R Z FATHHDTHY . TMADEIRHTEL
EFITERAT BT EFRKDR0,

| ADAMTS13ZFHZROFERIATVYITYRTL

1 | Frenchz 317 | PLASMICZ 37
VRS <35/ul [15] <35/uL (14
mEILFZF=V <2.26mg/dL [15] <2.0mg/dL [155]
EEEUILE ~Y>2mg/dL
FICIFHIATRIMER>2.5% - (=]
F3N\T NI OE YRR
1ELIADEBEDEEEREL U — (=]
@B EE o (LS MEF RS EDELER L — (=]
PT-INR<1.5 — [125]
MCV<90fL — [125]
01 2% 0-455 1 0-4%
ADAMTS1 3EME RO 151 70% 56 1 5-24%
255 94% 675 1 62-82%
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M/VRERZ 1575/ LICEE S Bht MmEEssRESEN FE=HELTE
BEMIMRE<5H/uLERLS MVRER <575/l
3 3

FHIEREL (P62R) #iapl (P62HR)

B RRRIEMAT MBEARFERE 2R MARITE
= 1%

Bl MiR3ia (HEERE 1A)
e RLSMER (fresh frozen plasma : FFP) ZE#RE LIt MBR B Z 1B 1EEHEITI 5. FFPOE(G. B
E/RRMEBEE (UTOSEXTHETEE) D1~1.5BZAVTKIRT S, MBZI|N B THIERELT.
1) ADAMTS13D#7FE. 2) ADAMTS134 > EEY—DERZE. 3) ADAMTS13THII CERRWVULVWFMD
BRE. BRENFREING, PILTZIVTET) OMRIEAFTERWVIH., FFPZEBRREUVTERT S, B8,
FFPE#IEIIFFPZEBIRREUCMBRIBELERDZ EBHMMEN S DI ENREINTLS,

BIRIMETEE (ML) == (kg) X 70(mL/kg) X (1-AY~TUw/100)

o [MIFAZIA

FFP 50~75mL/kgZZzE#RELT, 1H1OHEH. MBI »BZREE LT, M/IMREHIER{E (1575/uLlL L)
LC2B%F TEBMTT .

D3 Mg oo nB3aETICHREINT LD, 2018FE4AN S LEEDEEE & FEHFOMIFIT IR
DOH R EEE IR DT,

[ JLFIRF0O4 REEE (H3EE 1B)
JLFIARTOARNIVAEGE, AVFIRATOA RRERROVITNEEATNTVLDN, EE5MEBNTNSH
FEASHITIEOTVRV,, JLFIRTOARERSICEHT . BCHAOELMGEINHEEFINDG, BH. SmEP
PEPRTR. ERERREREBLGETRREEZER TS, Flc. RIRBERANCTHINE LDIEFI THEASTNTLSEH
THBDDT, HREECUI,
o JJLFIRFTOA RNIVAEE (IRERERASN)
XFILFLRZVOY 1,000mg
1810 #28@H I CRIEESE. MERTIREMEICIRS TS,
HUYI3EBMHE. ZO®IINFIRTOANREZERT 5. HEF. M/IREPCADAMTSI3REBEREZSE(C
1150 JILFIRFTOA ROREEACDOVTIFBAERRZHRMSIEFELRV B RERDEEPICU
BELREOFET. SEEMESETIESIIXFIVFLUR=YDOY500mg/H. 250mg/B. 125mg/B% 28/
IORS5L. ZDHTIURZVOVAR3IOME/BICEEL. TEZSE(CRHET . SHEREEZIICHARIC
WX 3B}, FURZYDOY0.5~1mg/kg/BICL. FRESZ(CHET .
e JILFIRFTO4 FXEANIR (IRIZEAS)
FLRZVOY 1mg/kg/B
WEE. MIMREPADAMTSI3BBEREZSE(CITON, Tmg/kg/BZ 2B/ L. ZD%0.5mg/kg/H
FTHBRNRITHET D, ZNLUERK. [M/MRE. ADAMTS134 VB9 —HifiZSE(ICHET 5.
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MR EDVFIRTOA REECHAL. BADEEA_EERAR CI/IWROER{LZTOHBEZERIC

RiEIT BT ENRETNTVSD, ENTHEL/MEERNEfI NI,
e hPSVYAITEE
HFSVXIT 10mg
®598(3., METFIERT*(C10mgZERRAIIZ S U [MIRTIEEI0MEZR TME5T D, TN, MIRTIREEHA
BB THICTIHIEN0MgZ R TR 59 %, MIFRBETHHIEIE10mgZE308-KE %579 %,
KRER AT T—IKY) . METRIRFEIBHNS3BALRICHT SV XY T ZRI89 $Z & TClinical response ([
PREIRZIG) **ZEMEN BRI ERTDTENTRENTWVD, AT SVRAT TS ZETSTET. ADAMTS13E M
HWAROEDIRETH > TH. MUIMREPBIMAR N ET D, ZDIcs, ERMETTPOEEMRYIE(CI/IREL
PLDH. EUILE MEZFIAT D ENTET . ADAMTSISEMR KU e B9 —Hifi =R s HibIcFIRAT 3,
ADAMTS13EMN 0% _EICHEURIFNE, A5V THIHEICERRIIEE T TEMN B JDmH
ZREIN. MIFTBLTHS30BEIZRS U THADAMTSI3E N 10%ZBZ BWVESIE. H TSV TDHH
FEFENT28H™ETIRETH B 188 ADAMTSI3E M R ZHER I BRIICIRRZM THT S VXTI T DRSS %=
RIS INETH BN, JEEN10% LU ETH D ENEERSNTTPABE S NIEBESIFRPHCHIEIRETH S,

CQ4 EXMmMI/) RS EEHR (EXIETTP) DRUERICHT SV XTI RS ZHETHD
([EZ] EXETTPRMEBOATS YT TIRGZHETS (HRZE 1A)

*AFBTIFTTPRIREA S

Hk[MERATIR 1 5 FTR T 10mgZBIRAIR S
etk MUIVARE 5T5/uLA E DR L. LDHAYIER _EBROD 1. 58K H DR Ko (ST D R M 14 ERFEE DERPRBVSEILZ ER6H 73 L)

Bl VY3237 (#RE 1B) (RERERS)
Wy I JE. CD20IC{ g2 E/70—FILAETHY  ARDBU /N ER ST ETADAMTS134 Y
EEI—DEEZIHEI TS, #EFAZPLICLEIERINTVRIERITH D, BAEBRNTIENAF V=5 —RE|
ZZHT., #iBH. BREFDHTEISERZO TS, BERERNTIERMEHERRETTPTOFERIFRRERANT
HBIN. VYFIITREZEZEEBLTHREV(CQ 1),
o UWFYIIEE
DY+ T 375mg/m?
PFICD20E/20—FILIREUYF IR TREICKVA Y Ta—IavUrovay (i, MERT. E/ME. K
RIMERE) BREDEEREWEANELDCENHDDT. gHREFIE RIS VE, PENS /J1V) ZIDA
U, BiBRY FICTRAICRSREZ LT3, FICHERSHICEFENNETH D, MERIREHEATIES
[CIFMER IR ICIRS5 T B,
ERIIC1ORS. &40

CQ1 @XM/ viRiE2 EEBR (B XETTP) DRMRICUYF VYT RS EHRETIN
([@E] #XETTPOZMHIIC, VYFIITR5ZERBUTHRL (#RE 1B) (REEERAMN)

B Hn/IviRE (H#iEE 2B)
M/REVWFZSiDE Uz MMRIZ (C K ST TTPORET BT EN S AMIVREFTTPEREICEN TH
BIEEMN BB, (IUPDTI—TORETIE, PALUVEIPUS E— L ERRBTERLEES. AR
RIGEFZEDBED DA FERDETHHRESINTVD, FEL. 2EHTOFERICKVEIMIEIRNER
SNIcEDWEN BB, TSI, FIOEYYPIOERT UILICESTHRMTTPHRIET BT ENBWESNT
WBTELY ., TNSOEFDERFTTPEE TRBTSNTNG, ZORH, ZAEUYODBZESH IR
HER/ UL EICEE U ICTTPOBRFRICRBRNICAVSNTV SN, HRIFESHTREV. Fie.
P2V VERTFSVAITDHAREMERZR T 2TEEEN HIUEITEIRETH S,

o MIVIMREREZE (IRIREA)
FAEUY 81~100mg 181G, EBAER 2704 ReplEFT
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Fle. TRETTPOSEERIMFFERZERZRIEL. BREENGIESE. BREBEDEEZMRE TS, X%
TTPCHADAMTSISEMA ZHL TV DT, BRI ARICMESIRERHET 2.
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(ADAMTS134 2V EEY—T—RA T4V T) N FRENZDT. ADAMTS13E MR LA VEEY—IRBZRETS
TENEXLL, ADAMTSI3ER LRV EEY—(E. TTPERZIULIEBN ST HAUAIR. BERRKRT1HER
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B - #aflIcH I VY FIITERERCEBABRD BN, EHDPhase 2HBRICLBRDIHRE
ZEUHNBBINTSY . BENTRIEADH D LHSHETS (CQ2)-
CQ2 #HXIEMMEMIVRFA E3RBER (RXIETTP) OFH - BiaflicVY+oITi5%
#RIT3h
[E1E] #XETTPOBES - BAICUYFI TS5 E#ETS (HIZE 1B)

DYFIITUUSNCTEDBENHEE. BREFICEMRBEN H2H . 2FIICHRIBFTEIDIFTIFRERL,
BRLIIRSHEN HINRRNBZDDZEH TS,
[ 2o0KAT77=R (#EZE 2B) (RIEERAN)
270HRAT 7=k 500mg/body
181E. 2B TERS. BRI 1EDHES5.
BHOESFEEEINHEIDTEEMH " o
EVIJURFY (HIZE 2B) (IRIEERN)
EVIURXF 1mg/body. 1H1EI><JERIRS. ERF1E0H %5,
BHOSS 3RS, SBHEIDTIEE G o
El > 20KV (#E52E 2B) (REREAS)
YI0OZARUY dmg/kg  1B2EICH 1 GEEHRRES.
DOOARUVOMPEEZ#ESRL. b57100~200ng/mLEEEZ#F IS,
A zoftDia%E (RRERS)
Dl EERETE GERE 20) . EJ O UV KERE (HEE 20) iE#a6]. BRABIOTTPICHUTEESIN
TVED, UYFIITHEREIND T ENZ LKLY . BIRTIHEIRENZ N MRLKLIEOTV D,
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BRRIERBOIGE. JLFIRTOA NEE S ADAMTSI3EES LU Ve EY—DRBZRBNSTEDRET
FHICHIET 5. BRHICHRIREREFFELRVY. BEDBRN S 2D TRENFEEFEHNICERL. M/
RBEADAMTSIBIREIREZITSTENEX LWV MMREIGENIERE U BREHICHEWNTH. ADAMTS13/E
HAERL. 1 VeI —ZRHDBEEN G D . EFRHICADAMTSIIEENERLTVSIBE YA EEI—ZR8
2156 BEENMEVLIENBESINTVD ZORHEHNICUYFIITDRSHITHNTNS, BRHETTP
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UYFIIT D5 ZRHULTHRL (ERE 1B) (IRFRER5)
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(R M AR 1 ) AR R AN I 2R B
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BRMETTPOBENREIE
ERO&SEHT SR T DEEARE UTRE T BN LT, SRUTTPORRHRUEN BB NI, FaRIC
NFPSYRRTEROBRDRUEERT

BXMETTPICBIFBAETaFENRAEEE (WG 2021)

X8 | &% (Outcome) | E8 (RSTEH)

Rt BRPREOR Jtn /iR #1573 /uLL_ EDY R L LDHAY IEE EBRD1.5E K, HD

(Response) (Clinical response) R R (FETIEDRE M4 NS EE O RIVEIHLZER6H R

ES BRPREVIER BRI ZER & H DER RN ERRICESR](C. fthD I/ \RIE2NRE

(Exacerbation) | (Clinical exacerbation) ZBRHN U SZ T MIMRE A 5B /ULREICE T U TPE*E Iz E 1
VWFEGE**hIE# 30BMAICHE GRiREcldETEE M4 RS
BEDEEIEDIEW)

£ ERPREVE R BRARNRIGA L. OBE30BEICTPE*S KUV WFEE**7Z

(Remission) (Clinical remission) LTV, F2F@ADAMTSI13ER (RN FFTR) Z

ERUCHZEDOVTNHARNEER

ER 9 ADAMTS13 EfE ADAMTS13;EHE=20%D DIEE TERIE (LLN) K
(Partial ADAMTS13 remission)

EE ERPREVE 5 RAREE R (C. O M/\RRANRE Z RS U S X TIMRE A
(Relapse) (Clinical relapse) 1573 /uLRiE ISR T iR R Mk E S R E OB/ E(ERHEW)

BEADAMTSI13RZ DRI A

ADAMTS13 BBH ADAMTS13E R (BB HFTcIFTE) ZERZRICADAMTS13/E N
(ADAMTS13 relapse) <20%ITIET
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9.1 GHE-BIEESDHDEE

9.1.1 %ib‘figglm’&i?%%%(EEI*B‘JICE?CEEE@T&@H:‘.EEE%?%%%’éﬂi?:()R(SH:'.JIIIUZ
JDEL;
SEEDED I ERARNICERRBMZRRS) XIFERERCORERS (62 XM R P D MR
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KIS BOREIEN DD, [2.2 BH]

9.3 FFREREERE

9.3.1 BEEDIFHEERENSEE
AR LEDBERHEEBRIEICOVTRI L LT AR DR SIS ZIES(CHIKL. K5I 25G
& BRZETDATITE EE DRSS REZHRE U HARGHRIFEEL TULRL, tH
g&ﬂﬁ’l&*bﬂékaéﬁ%ﬂb‘“@%e

5 e

RN FIFIRL TV ST EEM DB D LME(CIF AR DB RN BRI Z FE5E S NS5
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%

BRPRAEIR -6 B 7755 - BREF

ARER (B9 VKERE.
BOMOVEVHER. FE

- LaVAY

EXAFHEE. SHE

CNSEAEDHAICEKY, B
DEREMERT DB ZNH'SH
BDToE EDFIIEEBIRME

A (& MR O 5@ C 5 &7 Ky
[FIEFCOHAICKY, HMD
BREMEXTBHBZTNNH S,

2. ER(RDFJ|EICFIESLEVTE)
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