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SNTEBY . HADADO % 127,000,000 A & L7236 0O BREHITL 500 A &
?Eﬁiﬂéméo

TTP T TR CTHLZ D, KHEERE (BTHR) ZHREETTREE
B BEBOHENATRETH V| Rk 27 FEREERICBIT 5 TTP O%#
FZITEBERIIAET120 A HEIN TS D,

F72 TTP i, ICD-10 (2T Tiffe M f 8 e || T 5% R M i A 14 i /)
BB/ MESRBE | & 3l M31.1 Tt & EE ) coE S, [BAEY
B4 ik 26 4B FERAIC X iE M31.1 Nite e m e FE ) ot s
BIEAI 100 NEHEF S TWD 2,

LMo T, ZNHEDOT =L HN IS ARKIBIZEBIT S TTP O BEE
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bDH, TODOIRFIEICK L THEREELZ R T #R G, RN Y o~
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T 1V A7 0B 1EELET S, HRERIEICHCDGEA X, W,
AIZIX, VY Fv~7 GBirrf#iz) & LT1MHEE&E 375 mg/m2 % i
WHET 5, HEERIXSHEMAHLE L, A& REEIT 120 &
50

< S HHPKRE T o CD20 Btk BRI U o SHEFE MR BICH W 56 >
WE, VYxo~7 (BEFHEBEX) & LT1EE 375 mg/m2% 18
MM CREEHET 5, RRKEEREIL8H LT 5,

< U 7 WEREE . BB S M 28 R OME I R 5 M oIS Bk 1 SR
BERICH WS 54 >
WHEBEANZE, VY ¥o~7 GBEFH#Z) & LT 1HE 375 mg/m?
Z 1AM T 4 BREEET 5,

<MD R 7 v —BREER (BEIFEREM S 5V AT 74 MR EZ R
THE) ICHWD5EE >
WE, VX~ 7 (BErHEAH%) &L T1FEE375 mg/m2% 118
MR T4 B REFHET 2, 2720, 1 EH Y Ok KE G &1L 500 mg
FTET D,

<ABO M ERIAE & B AR - TP I8 1T 2 HUiA B AL FE A SO o ]
WHWL 56>

WHE. VY X~ 7 (EETHEZ) & LT1[EE 375 mg/ m2 % A i
FET D, 2L, BEOREBICLXVEEBET D,

<AVl (Mn) A7V VEYT FUuxkHL GEEFHEZ) E
FHHEERA > R T () A 7YV YEYT Fuxtd L (Bis i
Z) EHERE ORTHE G ICHW D 56 >
BEBRANZIF. VYo~ (B z) & LT250 mg/m2 % 11A],
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(FREOEAEITH YT 5 &5 2 TRI)

M N PE SR BEHR  (thrombotic thrombocytopenic purpura ;
TTP) LM AAPERM/NLEE (TMA) (2SN RERNREETHY | /b
D . VIR Mo n xR AR IC X D iRss i ReRE E (A, D
MIESE) a2 9. RIGHI T, FIEND 2 HBLINIZ 90% 2K T T %
B R EBTH D,

TTP O FEIT R & % RKIEIC T s, R TTP I
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ADAMTS13 Bz FRFEIZL DD TH Y, Upshaw-Schulman JE R 23
FHTHD, %KM TTPIZRBMEE R T B, £ D 5 BIFRIK AR
DL OEFFEME TTP, Al (Fruvyy, v7arARY %) LBIFERE
(SLE %) 1CENT 2 b D% kM TTP L8 L T\ 5, ek TTP (i %
BERLBELEEN) OEWNEBFELIIN 504 L0732 TTP ® 95%13#% KM%
TTP T&® % 9,

#%RYE TTP 1 ADAMTS13 iZx} 354 v e B ¥ — (HOHK) EAEICK
% ADAMTS13 iEHEDIE TR TH W, ENOIRET A R 9.0TiE, A~
b v¥—0DkrEE ADAMTS13 Offifi 2 H B9 & U 7o M A2 Mk 1 4 55 — i3
RELTWD (ESEE 1A), ZOBEATrA K (L F=rynry) b LLIX
AT aA RV ABEOPAN—KHNTH D HELEE 1B), 25 OIFEIE
2t U CHRBIME 2 R 3 SR B0 B B 3 40 3 BIAFIET 2 2%, S8 il 71 1 £
i T D Z & BIRREIEORIRA R E W, HEME TTP o — KRB &
LT, Mm#Es#%IC IgG D ADAMTS13 A v b © % — Affin s L5+ 2%
FEFNZ BV CTIEL, B O MERHBEIESCAT B A RV ZBEOH G IF
ENERERI RV EREINT NS D8,

TTP X, BIEE CHIILEIEE 90%LL LD TR AR RER TH 2 23,1990
AELIRE IS I AE AR HA YA S, BB 20% 2 IR F L7 9, L L72aR
b ERDEBY . AT v A FRMIEAZHNTZH L R WERENFET 213D,
FREE 7o TH LAELNIZ 30%DIEFI N HRT 5 E ST\ 5 10,

UEXD, TTP X 17 AmICERLEEN D DRE (BRI RIRE)
IZRZE T 5 LT LT,
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KA PERIR G EER (CDC). HUiR (kA7 Al kA 7E Ml i 45 = /E T (ADCC)
BT R N =V AFEIC L DEENRREEER R EOERA =X A
k., BRI TH D CD20 Bt B HilaZEET 5,

TTP 23\ TlE B Mia f kR O HURE A ML 2 b EA S D IgG Y
ADAMTS13 A/ v EE X —NRK EZZ6NDHZ b, AANZ L 5 Bl
4213 IgG B ADAMTS13 A v b © % —OREAZE L. Z Ois iTimiE
AT xE U THRIEIRHIME T & 2 E Bl 018 PR B IS FE 38 & 4 0 IR 92 61 0 7
59, MHEAEHIZ XL > T ADAMTS13 o > b B —2 ERT BIEFNIC3 LT
LA THLHEZEZDNTND Y,

AANZ, ENOERT A KT A 2> 8028\ T, HEIRH & ORI F 3 EI
L THIR SN TR Y, ML & OPFHIZ XV AHF 375mg/m2, ¥ 1[5,
4 BEFEENRRENTHS (1B), ADAMTS13 f > EEX —RN EH LT3
%4 (ADAMTS13 inhibitor boosting) (2 /&, MLEA D Tl -+ 43 72 Zh
BIFLNRNTZOARF E DR BRHEEI N T D WHNDOTA RT A~
127G, BTN E WA EEE DI E BEE 2 A3 5 ERR M TTP IS xt
LT, ABRRFICMAEAZH L L 2T v A FRIEOHH L CTARAR G A HERE SN TE
v (AB). FE7=. BEIEME UL RO GRIE S TEME TTP 1S3 L TARAIE 523
"IN <THv AB), B@FHOKRADHE - HENAA 375mg/m2, 1 118, 4
WHHEGTHDLZ ENRENRTVD,

Fo, KETIIREMEZEINTE Y, CMS.gov, Medicare Coverage
Database T.” For the treatment of refractory thrombotic
thrombocytopenic purpura (TTP) for patients who do not respond to
plasmapheresis.” (33746, L35026)|Z%x} 3 5 RRER N R TX 5, Bk
72 G- BT RSN TWRWDS  RBEEEORIL L 72 > TV 5 ICER T,
PRV LAY D TTP (2% % 375mg/m2, # 1[5, 1~8 [Fl# 5
INTWVWD 1B, Il AANDELG SAVTIEF]TIX. AH & G-A0IZ 5 A8
AT uA R AREGEEEEALORE a7 ) UREEIN TV, 61T,
Kk E D Compendium @ 1 > Toh %5 DRUGDEX (Z, “Thrombotic

thrombocytopenic purpura, in combination with plasma exchange” & @
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“For the

thrombotic

treatment of refractory

thrombocytopenic  purpura
(TTP) for patients who do not respond to
plasmapheresis.”(1.33746. 1.35026)

@ DRUGDEX
“Thrombotic thrombocytopenic purpura, in

combination with plasma exchange”

HA R Guidelines on the diagnosis and management of
A 4 thrombotic thrombocytopenic purpura and other
thrombotic microangiopathies.1?

ZhEE - Zh R | 1) ARRREESE - 0 BEE A LE O Atk TTP (L5

(FE 1B)

o S o) wepht 1% M TTP (32 1B)

i 5 i)

M- A& | 1E®Y 375 mg/m2 % 1 MR T 4 B#& 5
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HA R 1. Scully, et al. Remission in acute refractory

A > DR and relapsing thrombotic thrombocytopenic

] purpura following rituximab is associated
with a reduction in IgG antibodies to
ADAMTS-13. British Journal of
Haematology 2007;136(3):451-461.16)

2. Scully, et al. A phase 2 study of the safety
and efficacy of rituximab with plasma
exchange in acute acquired thrombotic
thrombocytopenic purpura. Blood
2011;118(7):1746-1753.19

3. Bresin, et al. Rituximab as pre-emptive
treatment in patients with thrombotic
thrombocytopenic purpura and evidence of
anti-ADAMTS13 autoantibodies. Thrombosis
and Haemostasis 2009;101(2):233-238.17

4. Fakhouri F, et al. Efficiency of curative and
prophylactic treatment with rituximab in
ADAMTS13-deficient thrombotic
thrombocytopenic purpura: a study of 11
cases. Blood. 2005;106(6):1932-1937.18)
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3. HENKITIHR D ENIDORFKICHE « REFFIZOWNT
(1) MAEZRALEEGAERR, BB E IR D AR E L TOHERN

<XERDOMRFEIT ik (RFCHRBIF ) o BRSOk« plcE 55 oD 338 2 B
1 DRI % >

WM I8 1T D AHI 0D I A P4 i /N AR A P4 S5 BRE 9 L 59 2 Bl R B BR D FE IR L i D 0
THET H720.2017TH 7 AR O PubMed 7 — # X — A |28 T“rituximab or rituxan
(P& dm4) 7 K O“thrombotic thrombocytopenic purpura or TTP” 2 O"“study or trial” ™
F—U— RTHREZNT, BRETTP KT 2V Y X~ 7 OHim & HFZEICEE T 2 53¢
s L7z,

<HEFMZ I T D [k R R A >
1) Remission in acute refractory and relapsing thrombotic thrombocytopenic
purpura following rituximab is associated with a reduction in IgG antibodies to
ADAMTS-13.10 (E[E A BT A > 5l H3CHK 1)

FEO 3 figkicB T, AtEEAYE TTP XA TTP & 2k S iz i
25 Bl R BRIZAT oA K2V A (M0 3 BRE)) KO EAS# (f/ MRk 2y 150 X
109L # x5 F CHEAME) ICOFHL, VYo ~70 1H&H7ZY 375 mg/m?2 % 1
MR T4E&RE Lz, ok, BMEERMETTP BEFEO > L 4FlIZE 7 U XA F |
Fo4TurA R, EMEOKRO TS L Ry it LA BB H L. AtEEs
TTPEEDHIHLIBNIE L 7V ATF o, I uAR) TT74T70E AR, ¥
HARAT7 7 I FICKDIEREZAL T,

SRR TTP 13, MmAERH 2 7 B THiAT 4 2 b /My IER AL LZau,
XIZERIRFER DO EAL 2RO D556 & L, SEEREME TTP XAl ENS 6 7 ALk

10



IV—46

Dtk TTP OBMAEIR 2 FIE L1256 & Lo, BffE, /MR O IEF (L, TTP
BRIRAEIR DIE R, M OMEEZH o Pk 2z 2 T3 5H6 & LT,

SMEERYE TTP 14 i, SEFIENE TTP 11 D EF 25 FI 23 B ék S v, 25 #2615
Y= T HREGHENG 1~3 HER R TRERTMITEL, HRENPED L ILTIER
7202572, 1HITIE TTP (3 L 72 A EME R IAE S UF I TR O AN TR T
Y LTFTHEMREZBIELTHRT L, £/, VYR U~ T7REICHELZAFFR
& U CUFBR BRI FE 5 BRI AR O FEVERZZ 8 1 BICREO b, 4RI D Y Y F o<
TEREGETHE 1THEBREHE LN SHAT oA AL E 22 I CANRIEICED
4 WA ZIZIEE L,

G M TTP B 13 45112 ADAMTS13 A > b B 4% — K1Y,/ XiEH ADAMTS13-IgG
BtEZ R0, 95 12 HliX ADAMTS13 IEMEN 5% ARfi CTh o728, VY F v~ 7
%34 v e ¥ — o 2F RN Ediciz U, ADAMTS13 3P d 90% (H Ju
&P 0 29-109%) Z[A1E L7z,

AMEEME TTP B Cik. 11 #1426 ADAMTS13 1 > b B &% — KO/ Lht
ADAMTS13-1gG [t %278, 9 il © ADAMTS13 fEMED 5% AR TH - 7228, U
XU~ TIHRERIT 1L TA e B X — DM EZED ADAMTS131H % S 75%
(FPoRfE, #iPH : 68-94%) (CHIfE L7,

VYo~ 7IRERGEN O ORBBE T IE 10 7 A (#EFH : 1-33 7 H) FFAT,
FAIIFRD LTV R0,

2) Aphase 2 study of the safety and efficacy of rituximab with plasma exchange in
acute acquired thrombotic thrombocytopenic purpura.!® (FE[E H A K7 A > 5| H
SCHR 2)

AREBRIX, TTP ORI & L ClERHEEIC ) Y o~ T 20t LB a6 O F %)
PIZONWT, VY v=7a2f5LC0ine A Y Bvay ba—LiE (40 #) &
DA THY, MHA V7T REELTTP AX T 4 -« 7V —7I12 L0 FEii S
Nk EFRESHRILRR TH S, TTP OAM SR Z 24 2EFIC L, 2T
oA ROFH IS TR E>150x109/L A% 2 H#fE TEMR S 5 £ T i 8 & i
Lz, 2B, A7 84 FIF1HHEVAF LT L F=ynrr 1g & ABREMEGENG 3
RS ET 2%, mEnL 7o har &b L, VY X~ 78 (0% TTP
B 344, RN TTP B 6 ) TILZ OIBMARICIZ ., VY ¥~ 7 375 mg/m?
Z 1 HEEERR T 4 FRRE§E L7,

B D FEFANE BT EM E CoOMBERHBIERMEIL E L, 22Vt o EEihE
HIZEGHEOT7T LLX—Kin, B 7 a7 U Al KON 12 F A B2 5 T o RYLE
FEEMEE L LT,

BRI, ML/ RE>150x109/L 28 2 HUL Efkfe 5 2 & @R L. BIT. 2
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EY— R b0iREE% 30 HE TO., FH-REKFT R ALY fEb e i/
<150X109L I X D ARt & Lz, HEX, Bk 30 B LLN O I/ MR IBAE 0 58 81
LEZELTWES,

AEMEO EEFEMIER TH D ER F ToO MEARBREME O P RAEIX, VY ¥
~ BT 16.5 8] (REPH : 4-34 7)), =2 b o — LRETIX 18 [0 GEiPH : 6-92 1) TH
D, 2BEMICHEZE TR o2 (P=0.5) M, AFEEOEEG R REBSh, VYFi~
THIZBIT2ANEZNLANO NFETOREME TOMBELHOFEFEEKIT, 2hEhn
14 [\, 21\ E, AANTHEICRELR D 22> 7= (P=0.0095),

UY X< T7RETIE, VY X ~7RERTO ADAMTS13 iE 1L 5% A i (1 il |
&P : 0-32%). BT ADAMTS13-IgG Bt (FFdefE : 40%., #iPH : 6-162%) 78D 7z
N2 A DY Y X< T ERTNCIEHT ADAMTS13-1gG 13/ 2 8% . ADAMTS13
TEMED 16% (P fl) £ CTRIE Lz, —FHar b — LEECIE, B ADAMTS13
EPEIZ Y Y v~ TR L RARIC 5% AR CTH - 720y, EfER O ADAMTS13 iGPEIX
12% & AR HEME 2 T lEl - 7o,

HRIIay bo— gt 386t 21 (R COMM P RME : 18 W H)TRD L
Nizolzxt L, VYo~ 7T 37 69 4 fl(FRE oMM P RAL : 27 7 H)T
H o,

VxR~ T7REGEOZERICHONWTIE, BEPTOT7 LTt s LTREDN
Hme brAR=v T EARKEALEAICRD N, 1 FEOBEHHE T TIX, —HoD
SEGI TR ORI GR O b=, A THISHRR T o1, B, VY Fv~
TG K D EPEFE B K OV FEHF R BUBE OHRINER D SN2 ho 1o, Mk
G/ BT Y SOV T, TgM M & TIE B E G2 B S 7z s, RUE
DEIMZENR D L OO b noT,

PLEX Y RERICKTHMPELEB L CAT oA A, @ 1RO ) Y%
~ T BEICET AR AR ORBEENRENT,

3) Rituximab as pre-emptive treatment in patients with thrombotic
thrombocytopenic purpura and evidence of anti-ADAMTS13 autoantibodies.1?
GEEATA R A > 5 H3CHk 3)

TTP OFRITE W CELEEOFREEZMHS Z b, ADAMTS13 iEMEN
vy, XITH. ADAMTS13 HUEDOBEMEFIC SO W TITHER PN EETHL EEZD
., VX~ LR THIEEOA LIV TR Sz,

HEE, Q) WmEDR LSS 1 EOAMRIE TTP BE. () &% O mELHm» 5
30 HLL Lk L 72 Bl s CRADIRRBIC & 2 EH] (I /MRE>150X 109/L, ~E 7 =
v >12 g/dL, LDH<460 IU/L, E&AIER AR O 72, (i) L ADAMTS13 ikl
P T ADAMTS13 IEMER FEHITIET (<6%) L TWDHREH & L7z,

12



IV—46

4)

BRETHREE LT YR vT7 0O 1EHZY 375 mg/m2 % 1 E MR T 4 [\l
L, Z0®%DVESEL3ITABIIBIE L, b, BERINEEEIX. 7TAEY |
THFATYV o ATuaA R, VaARY v, /a7 4A77I K, 774708
AA R, S raT ) R, R, VYo~ T B, e ) 2T r B
TITAF AL DIREREEZ AR L Tz,

ARFBRITIT 5 BI(FFEME TTP B3 4 1, #13 TTP B 1 DR BE S h, 2F1ck
WTCIBE#E R 3 7 AWE i THl ADAMTS13 Hiiko %k & ADAMTS13 &P | 5H-
(15-75%) %@ 7=, 2 HIC TTP I AR O (1 FHXIEHEE 51 7 AR, 1 F1IX9E
Wt 18 W AR, 3PN REZRO L EMIBEMET THD (6 A,
24 A, 29 WH), UELY, VYR ~TOHERETHREIZIADEEZLN,
ADAMTS13 £ > b B4 —X ADAMTS13 {0 EHE =4V v 7 L HbE TEE
SNHRETH D,

Efficiency of curative and prophylactic treatment with rituximab in
ADAMTS13-deficient thrombotic thrombocytopenic purpura: a study of 11
cases.!® (J[E A N7 A 51 HCHL 4)

AR, 2V EHAYE TTP JE 6] &k VR ] TTP JEM] 2 xt 5 & L AR O 4 fisk
(ZCEME Sz, SPEMEAME TTPEMIT, () BREKRZRD S, () Bt
ADAMTS13 HiiKBG 2> ADAMTS13 iG 1A 5%LL T, (i) 3 ¥ [ o if 48 22 g v
ICBWTHEMICE > TWARVERF & L, B TTPIEF X, Q) D722 &bk
W22 RIOBMRIEREATHZ &, (1) 85 ORAERIZ MR LA OB RER %2 2 LT
Wiz Z &L (i) BFE, BT ADAMTS13 HiikB5MED> ADAMTS13 i&PE2S 5% L T (IF
HHEIDH : 50-150%) OIRRETH HIERI L L7z, 2B, &l W\ il & 0FH L
ey URAF U A, s e T Y UiEE, VYR VT v rARY X
DIREEZ A LT\,

SMERIEERYE TTP & L C 5 6, Bl TTP & LT 6 fIntkgsn, EHLH 08
U ¥y~ 7O 375 mgim? & 1M T 4 E# 5 Lz, S En e TTP Tl
BERRVEIE AT & L=, MRS ) Vo~ TR ERTIch Ik L,

FERE LT, BEMERE TP T YR ~T7 0 4B BEHREND 5~14 H#
A FTEAR (5 ARER Ot E . ML/ >150 X 109/L, ~F 7 1 £ >12 g/dL) T
572, ADAMTS13 /EMES BIFiE ) Y & v~ 795 8 % ICEE Lz,

EMRY TTP B ClX, VXU ~T7HREEGND T~24 B%IZ, 268V T
ADAMTS13 £/ > b X —Di%k & ADAMTS13 /EM o L5 (BB : 29-75%) %3
776

BESL ORBB LI P :6-11 7 H) I8V T, WTHORIZE W TH KN
FIRIIBD o7,
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5)

VYo~ ICEETIEIERE LT, VY X~ 7 Hu&EE5EEO®REIMmE 5
N1IFNCRO NN, VY X ~TOREEEL KN TIEL L Tary ba—nf
RETHo T,

PLEDOFER I 0, VYR~ I3 2MEEER O E, K OWHE R 5358 F] <
ADAMTS13 4 > & B X — DR B EF O B R TRHIICAE R L B8 I,

A phase-II sequential case-series study of all patients presenting to four plasma
exchange centres with presumed relapsed/refractory thrombotic

thrombocytopenic purpura treated with rituximab.19

[F )
HETATE S RIEDO R TTP BE 2 XRIT, U Y% v~ TR0 R M & %
AT 5.

[7i:]

BRI, 2008 4725 2012 4F|Z Canadian Apheresis 7 /L — 7" 4 figx (2 TEfE
L. BF 1 NS oRBEIMITsE»S 12 VAR L L, VY X <713 375
mg/m? % 1 B FE T 4 B (Week 1, 2, 3, 4) #5 Lz, MBELHRITY Y Fo~T
B T®% AR b 12 BRI 22T THEE L 7=,

AR D AR B (360 PA 46 8 W% O g L L, Tamafid, () M
/IE>150 X 109L, (i) LDH<1.5 X £ ¥, (i) Mg ik Gv) B
WOHENTHED 4 HBETEMILT I E EER L, o, HBRBEESERE,
TTP ¥ 72 8T A — 2 —H#i . LZath, MR#HEEICOWTHRE L,

[ R]

ek S #EE M B tE TTP B3 40 1 (% 20 #1) #.38 # (% 19 #) 1Zxt L
ADAMTS13 B M A 23 32 e S 417z, FR3gPE TTP 3 10 i, #iatE TTP B3 13 fi
N HLALE) 72 TTP (ADAMTS13 &% 10%AK0) TH Y . ZHLAMNT kM TMA
(ADAMTS13 i 10%LL |) E@2lraniz,

HhE o FEIMIEH Th 515G 8 Btk Dse 2 EMER L., st TTP Tk
63.6% CTd > 7=08, HIBTED Mt TMA K OVEEM: TTP B CliZh 2 100.0%.
90.0% Td -7,

VYo~ TIREBENG 52 W%k OAFRIL, HIGM TTP A& T 81.8% Th -
720w xt L, #EEME o kM TMA X OV ME TTP B Tl 100% Th - 72,

CD20 % B Mk, 1RBHAE 8 #tk & 12 % ORE R TIX 2T 3% Al £ T
WA Ui=i3, 24 8% ICITEEEME TTP B3 2 B3, 52 #% 21X 8 I C 3% %z 5 [A
BWERD-, EEFEEETTP BFICHOWTYH, BFEBL 24 B%IC 341, 52 %I
X 17 BT 3% &2 5 EIEZRD -, M/, LDHE, K O~E 7 m v i iL

14




IV—46

6)

TBMELR OV ERMIER CHELR O, BEEEIIHFREME TTP TRV EN-T2, 18
BRI D 8 TR £ CIZ 3N L 7 M AZ il 3 oo vh g fi ik, VA TTP 8 C 26 [1]
(#iPH : 21-38 [8]) T o7=Dizxt L, FEFEME TTP BET 11 [8] (HiPH :8-21 1) TH V|
HERME TTP & H#k L CTHRICD o7z (P<0.001), ATFRITHEEME TTP B#H T
15% (95% CI : 5-36%). MM TTP 3 Tix 0% (95% CI : 0-16%) Th o7z,

HIRME OB TIXY VX U~ TR EOBICIERHREZ R L TEY . 2D OEFIT
ADAMTS13 {EMEAN EFAEIZ & 220200 b T 3R BRI ] 2 08 U T M A2 S EENL 9~ 2
ZElE ol 209 BLEHEMEDO kM TMA 2 il TIRY Y X~ 712 L0 i
B & O IR ) 70 B 2 3R D 7o 3 . BHERE O UCEILR D bl o 7o,

—J. VX~ T OREMEICHOWT, BEML 8 % E TIZHELLZE 124D
AEFLRL L TUL, —BEOREER, 22, Bo, REEGENEEORZ L L
THESNTEY | AEBENEEOFEFL L L THRESNTWD, FILEHEREA
EHEGL LT, BUMEICREE LT E 2 18D 7,

L EDORER DB HIEME TTP & — OB TTP IS 2 e VY o~
TOUMBIEIC L D, MOWEMBREAEFRPTRRISNT,

Efficacy and safety of first-line rituximab in severe, acquired thrombotic
thrombocytopenic purpura with a suboptimal response to plasma exchange.

Experience of the French Thrombotic Microangiopathies Reference Center.14

2012 4F\ 27 T AD T N—T b KM TTP 2% 9 2 W HIER & L T as #
AT O A FIBIEAITWO  WIIIEERISHNC Y Vo~ T 25 LR Hs S n
TW5,

ARBFZEIX, 12 fis 2SS L7-mim &2 TH D, BEk S 7z 21 Bl i 2 i
ORI 2 Ry 2 ADAMTS13 (&MY 10% R0 £ TEW L TV,

MAEARHL L AT v A NIgR CORR T REFIC ) Yo~ T 25 L, UV YF
U7 OG5 EIT 375 mg/m2 TH Y | MO 3ENL 1TEBLUNICEE L, 4 FHIT
o 1#EMBIC, b 284 Y Yo ~T 2R LT,

B, MBHLELTBEEOV Y XU~ T IEREN LB LT, XIREE (53 #]) T
WM AEAZ L, F Mg EEH Ly 2 U RF o v/ aFkAT7 7 Rk’
BIENMTHOIL T,

FERE LT, /BT mAE AR HBE kA% 35 B & Tl 21 Bl 2Bl CIE#FIL L, HfiE
ICEDE CTOMPLRHBEETHREEL L L TERRPSTZLOD  ERICEDLETO
IR 12 B EAEICEM L, £/, VYU ~7BHT1EM LB A
BECTH-o7- 196IH 3FITHEEZRDI(ZNZTIN 20 WA, 244, 3F%K), 1Fx2H
ZLOEMBRBREBICENTC 2 HMEICAEREEET RN o722 (P=0.68), VY X ~T
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7)

BETIIHE% 1 FELUNOFRIIZRD 2o T2, FREETIX 53 il 5 6] THIE %232
iz (p=0.34),

S5, ADAMTS13 16 E A v e X —HiRfliOHERIZHOWT, VY o~ T7 &
GRETIE, XFRBIC B L TR % © ADAMTS13 EHERFEICE S, A VB B X —
PURMIAE BEICIR T35 2 E0NREB Iz,

HEIBYE TTP BE O 1 B THIEIY Y ¥~ 78505 8 ALICEW 72 B MLk
AR LIIZO DT HIRE TTP ICEE LA T 2O, B, VY Fv
~ 7ICHEET 2 HEOREMIZRBO N T KT~ m 7Y CE, BB T o
HE 2R RE IXR O R o T2,

Rituximab in the treatment of relapsed thrombotic thrombocytopenic

purpura.20

FIEME TTP & 5 Hlickt L, VY F P ~7 375 mg/m2% 1AM T 4 E#&E
L7z, 5l sid, Fils 37 (PRl #i6H - 27-70 %), 2FIZ W\ TS
EATaA ROMFRHICLDBHEEEZAELTEBY VY XU~ T7IC XK DIEKEMBETO
MAEAZ B D [ iE 59 (o] (P fif, &PH : 11-159 [8), /MBI 48 X 109/L (Fp e fif
&P : 23-110X109L) Th oz, i, MEREE AT 1A ROPFAIBEICMZ., 4
Bl CHAE, 3HICEL 7 URFUROTAEY v 2HITTHF ATV I X DR
EE2H LT\,

fERE LT, 5 BIEplcEREMNiBO b, BE TCOWBITY VX ~T7&E
BRtA 5 5% (FRfE, #PH : 3-9#) Tho7o, IBEANC ADAMTS13 A/ > b &
2 —DNEETH -7 4 BlIE, BB 46 & HEMEICE U, 1REEZOKRIBSBILZE 15
S H (FRfE) OBRET5HlE b EMREEMERLTVD,

< HARIZB T D IR B E >

1)

Efficacy and safety of rituximab in Japanese patients with acquired thrombotic
thrombocytopenic purpura refractory to conventional therapy.!? (ICH-GCP #EHl
o 55 I1 AH [ Al E 385 BR)

[B]

VR TE XX M TTP BE 2 X552, UV Y X U~ 7 REOA MR N2t % 7
i+ 5, 2B, ARBRICE T 5 HEME TTP (X2 # % 5 [\l 0 4 & /s
50X 109L LA F. XX TTP 2Z2li#F > ADAMTS13 > & B4 — 7 2 bethesda unit
(BU)/mL Y E, H3PE TTP IXEIEIOFRAEL S 30 B UL ER#E L CHE 258D 5 6 &
L7,

[751£]
AL, JRAETBFEAZE TEAIER BRI JEF ] o —BR & LT, #intkX
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L FEFE M > TTP JE Bl % %% & L C 2014 41 FMi S 7= ICH-GCP ML > > 7 L
T b, AT TSR AR TS B,

HERME ST M TTPEMNICH L, VY S ~7 D 1EH7ZY 375 mg/m2 % 138
EEIE CaE 4 8] (Week 0, 1, 2, 3) #5 L7, AWED FERFMIE B I1X76% B 44 4
#% (Week 4) OFEHFL L, Bz () /o EE( (=150x109/L), (i)
RIER O SE (B, FEehRE iR deE), (i) mEsgfo o 3 HHE & 4 T 7z
TIEEERLL,

F7z, M B AL, T M OHER | /MR DR—2F 4 b DELFE (%),
ADAMTS13 1 > & B X — /i O #HERE . ADAMTS13 {GEDOHER IZ DWW T HfET L7z,
LZEMFMER IAFERMOREGEHESEORBR L L,

[ R ]

AR T IR BRE S NTZA . 1612350 HBe HUR GO 7o R RiEtg L 720 | 6 4
WRED Y Y F v~ THREEZ T2, 661L bMIELH L 2T v FIZEBEMEEZRL
7z (¥R TTP),

M/RENL Y Y F o~ T EGHND 6 FlEF] THIMZRS ., 1HEHMG% 4 B
T 6 Bl 5 IS/ ER>100X 109L 2 EH- L, 96 2 BN EEYE & U7z i/
= 150X 109L &7z L7z, 30 O 1TV Y F <7 HBERICY A AT oA
AEYJEZ RB L, ZOWRBFEICHW =T v 7 e el LA MERBD 22 L=
D IRKEITE VER L TV b 0D/ MRENL 64X 109L I EF o7, 6 HI2{KT
DI/ EE OHEB X, N— A2 T A D 22X 109/L (P9 ff, #iH : 10-136 X 109/L) 7>
B UANEREAR A >~ ORI LA 4 B RE TIX 136 X 109/L (1 %1l | #i5PH : 64-201
X109L) EFEHIC EH L (K1, £ 1),

BERIC ADAMTS13 £ > e EX —BGETH o 72611%. VY v~ T IHEEZICE
HICREMEE Y (X 2.3 1), ADAMTS13 &M & 155 AT 3.4% (FF 9 #iPH:0-61.0%)
D OIRESIL 77.83% (P fE, &P : 2.6-105.9%) A EIC FH L7 (M3, # 1),

G R R O 23 b 20 TR LA, MIE~F 7 1 B HIX IR AT 9.3 g/dL (g1,
#iPH 7.3-10.6 g/dL) » 5 IR¥EH% 12.8 g/dL (h i, #iPH : 10.5-13.8 g/dL) L A EIC
L (RD, a~vA 75— LM L E#EEOWUHE LR L, 16 4 H#
[ZIZEf] TS O F IR FRETH - 72,

ZEENRIZ OV TIE 261 O B3 /IR E>150 X 109/L & 3K L 7= 72 8 2/6 5 D 33.3%
(95%CI : 4.3-77.7%) ToH v . Wil 95%EFH X FIRIEIL 4.3% & HIE & L7-BEA
P 30%% Thlo7-, 7ed. 80%DIAEMR] TI/IMEEL2Y 100>109/L & 720 | ERIKMIIZ
HMEERBD T,

LARMIZOWTIE, 6 BH 5 BIC 36 HFDOAEFHNBO LN, 1FEAENEE
BN P EEThH -, BIEOHFRYE LT, 1HICRBR LY A b AT r YA LR
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Platelet count ( X 10%/L)

ADAMTSI13 inhibitor

ME & it = v 7 OFEERATH TN, T 7m0 EBRELTND,
KIRBRIZB W T EHNTR D e h o T,

UEDRERNG, AMEO BZEFMBE B IXER Lo 72 b DO 25T/ Mk
DOEE ., BREROLE, MEZROFIENED L, VY v~ 7 0#HiEN TTP
T D BIRRA DN R S LT, £, BREMEICB W THIERTILICEDS L O 72
BERRLROOLNR o722 b, TTP IZRT 2 U Y&~ 7 OF AEN R
S,

300
250 A
—e— Patient #1
200 1 —=— Patient #3
150 4 Patient #4
—— Patient #5
100 —e— Patient #6
50 —=— Patient #7
0 T T T T
Baseline Wil w2 W3 w4

1 M/ MREOHER

9

8 \ —e— Patient #1
’.g ; | \ —s—Patient #3
S s- Patient #4
8 4 hN ——Patient #5
E 3 \ \- Patient #6
T2 @_’\3‘_;\ —a— Patient #7

1

0 — .

Baseline Wi W2 W3 W4

2 : ADAMTS13 A > & © % — i O#HH
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ADAMTSI13 Activity (%)

120 -

100

80 4

60 -

40 -

20 4

—e— Patient #1
—s=— Patient #3

Patient #4
—— Patient #5
—e— Patient #6

—s— Patient #7

Baseline Wl W2 W3 W4
3 : ADAMTS13 GO H#e%
#1
Baseline Week 1 Week 2 Week 3 Week 4
22 71 161* 184 136
/R % (X 109/1)
R (10-136) (24-129) (74-227) (87-279) (64-201)
7 m e (eldl) 9.3 10.1 11.2* 12.83* 12.8%
S
& (7.3-10.6) | (7.5-12.1) | (8.4-11.9) | (10.9-12.9) | (10.5-13.8)
3.4 1.0 36.3* 54.5% 77.3
ADAMTS13 &M (%)
(0-61.0) (0-13.4) (1.1-84.2) | (2.9-86.1) | (2.6-105.9)
ADAMTS13 f/tt™ 4- 1.3 0 0 0 0
(BU/mL) (0-7.8) (0-3.0) (0-0) (0-0) (0-0)

gL (EiPH), *P<0.05 vs baseline (Wilcoxon’s signed rank sum test)

MICH-GCP #HLO R RBRIC DWW TIid, TOFRET LI &,

(2) Peer-reviewed journal OfRFL, A ¥ « 7 U T 2AFEDORE IR

2016 £F 11 H £ TIZ@E SN B2 %2, PubMed 7 —# N—Z{ZHB W T,
“thrombotic thrombocytopenic purpura or TTP” }2 N“review or meta-analysis”® ¥ —
U — RCTH#E A M T, editorial 725w L& BRWZ B CRZEN TTP X2 ) Y F <70
HERICRET 2oz it L7z,

1) Treatment of thrombotic thrombocytopenic purpura beyond therapeutic plasma

exchange.2l

TTP BHFICXIT 2 VY o~ T OFEMEIL, BEFOOHIERE CHRA+5 (TTP
DOEITHRIBD L, IH | BIKIKESSEL2WEY, x4 HHEO%E
FHREIC S Db b T/ R RX— 2T 4 > D 25 FE THIE L7 O
TTP Zxf% & LK T Tl s, ZnNooRBRTITIYF v ~7%
MR IR XL LD, 2D ORBRITIET v 7 2LIERT IR O % AR T
o2 E L DR FZ2E AL TR, VYo~ 7 0nAM TTP 2k LE
iRz bleb L, BROMELLELTIEFTHLZ LN REBINTND,
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THETIT, 10 Bl 28 2 5 FEERRIEHEO KN TTP BEEZ MR L L) vV d v
~ ZIRFRICBI T R 1% 5 W (B FHLAYRABR - 3, AT HLAUEER ( 2 W) Ao T
b\éo

3 W% TR AR Tl IR PIME 39 Flic oV THE SN TR, VY F
~7 ORI HEIIHE STy (8 A EOJERIT 375 mg/m2 &8 1 [\, %
Ak, 39 Bl 35 BV Y F o~ T EH#% T~41 BUNICEMICEL, 46T
WXIRBENTZDE T, 1PN C L, 2HEHERELELODOY Y XU~ T OHELEIC
XV HEVEMPED LN,

2007 fF1Z Scully 512 X 0 5 S 7 mi AR Tl 25 B (Eat: 14 Fl,
FME11H)) 12 LTY VxR ~7 (375 mg/m2 % 1AM T 4E) "% 5 Sz,
EHNCBWTH AR 11 B EPE:7-21 B) CEMFICEL BlaME P RE 1o v A G
BH : 1-33 W A) B THENRD BNIEZR o7, VY X ~THEND 3
A H#IZIE 21 B2V T ADAMTS13 fEMEDN EH & 720 23 ) T ADAMTS13 1 &~
b B —NIEK LT,

F72012 FEICIEAR L B a2 — OWEH LS ML B ARIGHE TTP B#H & xtge s Lz
Uk~ TIRIEO AN E BHA L LRl AR 2 320 L T\ 5, 5 As #a
WZED I YFXF oI OB PR ENTLE S Z L 2BE L BFITERN
W (day 1, 4,8,15) [C4 OV Y Fr~T RG22 1T, MBI X 5%
REARto L En-A%Z dayl & LT, U Y F o~ 73 MER OB %I 85 B
L7c, VYR~ 73R MERFE COMIMAZAREICEN L. £7- 35 HUWNIZM/ME
BNEFEECEE LLEBEEOHIGIT, e ANV Irars ba— LT 78% Th -
Teolzxt L, KBTIl chotc, VY X =78 ENDL 1 HELUNOFREITR
DONTEnoTeb OO, 1 EFEEBITRIIEHEIBD LN, VY X~ 73R M
i o> B 2 9 20 k8 L, ADAMTS13 & d[El#E & ADAMTS13 A > b b
—DHKREHTZL Lz, 2B, UE2RBRICBNWTI Y XU~ T ClHET L EE
REWERITR O b o T,

U= 7 oNT, EERBERESED TTP B 2 R IEHT &, &<
D% KM TTP EF T3 T 2 5 — @YU I & (LB T 2 X E NI HO W TR M
TG LTV, 2011 FIZEE O 7 L — 7 13% KYESNE TTP BE 40 6% %t
4L L7z phase IT iR Z %M L, MERHBEOFAICE TS Y Y F v ~7 (375 mg/m?
Z 1AM T 4 B E) OF - @IUEEE L L TORMELZ TN L T 5, ARER
(2B B /R e E ORI fEIX 12 B TH Y |, ICU T O MLE 23 0 B 77 Fik
EOBEEMNEZERE, BEOARMEIZE A MY B Lray ha—AREIClkR, U YRy
~ 7RG TCEM L, BRI AN A rary ha— L BEDO 57% (FR E COHIM
A 18 W A) THOLNIZDITK L, VY F <7 HTIE 10% (5% £ TOHIH
g : 27 W A) Ick EFE oz, TRHLORERNS, VY X~ 71X ADAMTS13
TEMEOEIE 24 L, ADAMTS13 A v b B X — %2 HE S LA TH D 2 & IVRIE
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2)

SNz, T2, VYU T REICILDEEE COMBEIZRO LT, AREBRIZY >
XU~ T HBRMETTP BEICKT 58 —RRIGRIE L L TANEMIT AR E -
7=,

INLOHELY HEY Y XU~ T IXEORMROE &) 6 BB EIRGUE DA
PEH] TTP BF ISk 296%E L CRHENICHEANHES A TO SR TH D, —
55T TTP BH D 50%IXMIELH e AT 0 A R&E A WTIEERENEDT 5 L OWE
LY HERMIER, AT a4 REIEICY Y X~ 7 20 LB OIRED R
WZOWTIEHREMPA I N TRV RBED,

The role of rituximab in the management of patients with acquired thrombotic

thrombocytopenic purpura.2?

[ 5]
TTP 292U VX ~T OFEGHHEICONTIREOREEZ LT 3 2124,
Ea—%&1To 7,
(1) BHEMCBT 2 MELHRE AT oA KEDOPEH
(2) #EYEME TTP (WG & L COMBERZHE DR T a4 RigEERsiE) o35
EE
(3) HEE D ADAMTS13 IGVEIR FHIEGEM: TTP (23 2 TR 5

Sk O FHA I 2014 4F 10 A 1 HIiZ MEDLINE, EMBASE, Cochrane Database of
Systematic Reviews, Current Contents, Web of Science, Cumulative Index to
Nursing and Allied Health Literature database. & U PubMed DOt 7 2D 75 — 4
NR—2ZMHBELTEMLE, ZNHOT —FX—2DOH )5 MeSH G55 XX
thrombotic thrombocytopenic purpura”?>->”rituximab (X% Rituxan, MabThera.
Zytux) "OF¥ —U — NIZTTTPIZX T2V Y X v 7IRBICOVTIHRESINLTND
SCHRZRRER L7,

WIZ, TTPICK LT 1ML ED Y Yo~ TR ENE S -8 CRiEIC L 5
B WEGED 5 B, TTP T 2 A1 A AT EEE M TTP /6% 2 Fh L7z fiEf] . X
ADAMTS13 iE MK T AE 5t TTP T 1 2L b O FG R IEE TR D & - SE B % %f 4
EL. XA L7z, Z2ds, TTP LB A2 G0 L7 1 BlOREFIERE TR L
2o TETUADT L— RIZIZ GRADE v A7 A& HH LT,

[fE ]
T AR ARBIZL VGO 258 HE 1 HROBMEELL, SOV E 22—
OFBIN LU LT 7= 17T MRS SR E L TiE LT,

TTP OB RIZB TV Y F <7 HER
MEFFE TTPIZx 35, MAERLEEE AT v A REEIZY Y X~ T 20 L7z
WHRRIZ O T, 3 THESNTWVD,
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— @ & LT 2006 £ 5 2009 4E1Z Scully 512 X 0 #HE X 7= Al 517 RFER T,
Uk~ T RIGHEO TTP EE 40 6] (BFHIH) e XA MY rar ba—Lk
L. WIIGHEEE 40 B (FF3€ 6 ) ZxIBICmIERBE NAT m A4 REEEOFA L
72X~ 7iRi (375 mg/m2 & 1 EMREIR T 4 5) NEMRENZ, e A LY
Jivarhr— gL, VY X~ TR (ICUBEN TL 156 flEfR<) T
AR 7 BREVEME L, BRI VX ~TRET93%., EA RN I ray
he— LEET 95% &80, FHRIZOWTIIE A MY Ivay b — VBT 55%T
HoT-DIZX L, VYR TEHETIT 1% TH -,

SHAERAE LT, 2N TTP B ICR T 2 UHIREICB W TR, MERHELE AT
oA REEL VYR TE20HATAHZZEICLED  90% 5B 2 D BENIEERENS
14~21 HUWNICEMRIZEZ LT, VYR ~7I3TTP OFRHEEY KT IEE 5,

A TTP IZR T2V VX U= THBK
BEWEYE XS TE TTP T2 U Y % 3~ THEIC OV T, TR TRE S ATV 5,

—fFil & LT 2000 4E7> 5 2005 4£1C Froissart & (2 X - T i & 7= w5 1 A0 BR
T, VYR U~TRIGEOTTP BE B3l AN Bbary ha—Lb L, #
151 TTP (4 H MO MAERZHIZ & 23 b3 /MR 2 (5RO MIZE 8% %)
21 Bzt LT U Y v~ 78 (375 mg/m2 % day 1, 3, 7, 14 (2% 5) NEi S
72 35 HLUNICI/IMREBN EFEE &R o BFEOEIEIX, eA NI A rar br—
NMETTI8% THoT=DIZH L, U Y F T~ 7RO ThRIENRRD bz (P<0.02),
Fo, M/MRENEFMEICED ETORRIZIEA RN Iray b — AR U
VXU T HTHEICEM L (P=0.03), 1 FHREEXOEMTOHEBRICHETHE
EIIROLNRNoT-bDOD, VY X< ERE TCOYMMNIER T 2 AlREM:
DR ST,

THERA LT, A TTP B Ik LIRS AT a A REEE Y Y v
~T7EPFHT S LI X0, 80% % M 2 D B T/ MREDEEINAFED biv, (/i
BICEZNDPRO LN L ETOWMZENET D ARERRB IR, ) YF U~ TS
WXV FREENME T T2 RSN N BN R EERET2OHRTH
D, RHIMICZar be— Ll L RAETH D AREL RBEIND,

ADAMTS13 [EIE M EEEME TTP BT A Y VX~ G
A TTP REHZICHRIE L=, BEE O ADAMTS13 {&i&FE (ADAMTS13 /&M 10%
Kis) EIEFEM TTP IS T AU YR TBEICHOWNWT, SHTHREINTWVWA,

—fil & LT 2014 FIZ Hie HIZ Lo T@E SN BB cix, VY ¥~ 715
WHE L CHME L7 ADAMTS13 TG MEEE Gt TTP & 18l = hr— b L,
ADAMTS13 (K7 M SEE g TTP B 30 flicxt LT U Y F v~ 7TRIENER S
oo BERHIMPREN Y Y XU~ THEEay bu— A ETEREN 36 7 A, 60 7 A
EWVORPUCE W T BB AFHMIE = e — VIR Y XU~ T TR
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L7= (P=0.049), VY X ~TRHEOR 30%ILV Y Fv~T0BBNEEEZIT, £0
fih > BB TIR S IHIA & O AT X 2 B8MGH#. 6 W A 2L O EHIM Y >
XU~ TR R G EER L, VYU~ 7 0BEERREICL b LT, 46T
ADAMTS13 {EMERHEFRF S Lo 7,

BRE LT PHRY Y X~ 7RISR BREREENSE T T2 gt mmke S
AT BIEHIE N ) Y o~ TR Ra s he— LB E TR NS oo DICHRE N AE

CRTWVWEWNWI T RLH D, BHEPIIEST Y F U7 HREICLPPDLT
ADAMTS13 iR HEFF SN2 WEE LED LD,

AL Ea2—OfR, TTPIZHT 2V Y X~ TIEEEL FTROBY w5,

BIFHEED
ADAMTS13 f&
TEPE R T

GRADE 12k %
IR O TETFUADE fifE
CHERE L~ LD
FEAT*
TTP O #1116 2C U= 7id, TTP OFHIRE IS L CHER S
No, VY X~ 7 T BRI ERN L2 8L, H
BECTOHMEZLERE SEHED,
HEVRME TTP (2 %) 1C Uk~ 7iE, iRt TTP Kk L CHE S
ERAREY %o HEIRYE TTP 24 5 M4 K VA 7 11 A
NRIELHALEY YU~ T HRBRIIARDI L &
bbb,
Fih PR 1) L R R 2 1C B R B A7\ 2 & % L 0 ADAMTS13 {&iG B

L, VYo ~7okEFHEI RV,
HRAEFHEICHT VYo~ T ORI K
L7720 (P=0.049), TN ETORMETITY V¥

BRI Ve TG TIIER O BINBEN E ST
BO, VYR THADOHREIIRHATH 5.

TTP & fi# 1% > ADAMTS13 JF M 0> B #R:0% 8 13 i B
ENTEHT, BAEGEME TTP BE kT 50 Y
XUV TIRBEOFIMEEZ RT =BT AN
Koo b,
grade 2 : HELEEE MKW

*Grade 1 : #ELEZRE 23 & W grade C : = EF A L ~UL KW
3) Efficacy of rituximab in acute refractory or chronic relapsing non-familial
idiopathic thrombotic thrombocytopenic purpura: a systemic review with pooled

data analysis.23)

Medline, CINHAL } O* Cochrane library 7 — # ~<X— Z {22 T, “rituximab”}&
O”thrombotic”® F — U — N2 T AR L7z, 2002 4F 3  ~2011 4F 6 A IZH#HE
SN 119 EDF 5 FiEME TTP X k% TTP KN Y ¥~ 7 O TR &
B & % RMEOEIBME X ITERME TTP I T 2 H®E 2 L, 31 oA
100 Bl SOWTHAMT Lz, VY X2 ~70 TTPICxd 5 ik - &L, 2T
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4)

1[E&H7=0 375 mg/m2 % 1 HEKE CORETHY . HEHREEOF AL 4 [0 (&
B 1-8[0) THotz, DI H T2 H TMERZBRSLAT v A K, S il 208 A
Entz, B, BAEEE LT, 7760, MR, 2T a4 N, Embia. phE.,
TAEY KR Y X< TR DIEERTHOIL TV,

FLARERE 98% (98/100 ) Th v . HELEIL 2% (2 ) Th -7z, IRFEOBIE
AR 13 7 A (PdefE, #6PH : 1-97 Z H) OBFET 9%DIEBFNIIFHFRARD BT
5, VXU TIHREIC K DM/ MREOEEIL. Y Y o~ TiRERKEE 14 BE (B
P :2-84 H) BB LS, VY X~ T NEYNTH -7 2 61 ADAMTS13 A >
b B X —|2 X5 ADAMTS13 i ED R IR T 23R, tRiGH & L CEM L 7= M.
BT YRF U, v/ akRAT I RLETH o7,

TEMICHONWTIX, BEERAEESFLLELTCLIACLEME Y g v 7 1 HIALE
MEE 1 AR N L & OV 2338 & 7= DIAh . BT R E 0B AITR
OB T,

INOORREY VY F <7 3R MEERE TTP, UL AH¥ENME TTP ORRICE
WTHMTOD LTSN D,

Relapsing or refractory idiopathic thrombotic thrombocytopenic

purpura-hemolytic uremic syndrome: the role of rituximab .24

PubMed /&% " Medline (2T, thrombocytopenic, thrombotic, purpura,
ADAMTS13. hemolytic, uremic, }& Of syndrome, refractory. relapsing, plasma
exchange, rituximab, monoclonal, anti-CD20, antibody ® % — 7 — N T3(#k%
REZ L. 2002 4 10 A 705 2009 4F 10 A OICHE 7z 25 @, At 118 filic»>
W THEA R L 72,

118 Bl > 76 B (64%) MEEVEME TTP T, 42 ] (36%) M HME TTP Th - 7=,
Y xR v~ T ORFMEICONT, EERYE TTP TS 10~24 5 A T 67/76
(88%) MFRMRIZIEL T =Tkt L, F¥ME TTP Tl 10~45.5 7 A T
42/42 B (100%) BEREMRIZE > T\, ZL< OWEITBWT, VY ¥ ~7 3
HEAZ A ST I A & OF T ST 5, Fankouri b 2N L 7= Sk #1541
BT 2R CIC L B &, VYR~ T BERIKICKIT 2 Mo ifTiki%, =
NEN13[E, 9l EwmEINTND,

118 #ilth 21 1 (18%) XV Y F T~ 7 D 375 mg/m2/B D 2, 3 [A#5-1% (2 E I
ELTWDHA, 176 (14%) TITEMEEE C8REGNMLETH 7=,

ZREMEIZOW T, 1B W CE GBS 6 BREF %I AP R 2 K OUL R
P g v 2R LA, VYR ~T0EEGEF, H#5HZONTRICBWTHIERS
SNDHDZHEEFLITMEINL TV,

24
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5)

ULEDOFERIY, VYL ~<T I ZTTP OWREICAHTH L EELZON, BT T~
14 HOMPFERHETHHMICES R WFIIR L TEE I N D REBETFETHDL, Y
VX7 O TTPICxT 2 E#AE « HEICOWTIERF ST 220, R
WA ENTWS 1EH7-Y 375 mg/m2 O 1[0 4 MG IIHEDNTLEETHHEE
2ins,

Rituximab in the treatment of autoimmune haematological disorders.25

VY xv~7oHREMEMEER (ITP, AIHA, acquired haemophilia, TTP)
Wk A8 ArERmEHCH 720 . PubMed (2T, “rituximab” & ITP, AIHA. acquired
haemophilia, TTP ® % — 7 — KT 2007 4F 12 H £ TIZHE SN2/ LI 20 THE
AREHT LT,

TTP IZ oW TIX 14 EF 75 BN O R L0 | TN DO THMEITBIT
DM O FEAMGFEAE R — AR TRV 75 Bl 59 Bl (T9%) TRAEEMNRF LN TEY
HENIL 2 W DI TIH -7,

2 WOHEIM EHIED 36 Fl TIXEFINTEEEMIIE->TEY ., 16T 3 FE/MEMN
Fife+ 5708, < OFEBT1HELL FOBEMPFFHEL TV D,

INRAL D% AR X I ClE, BEREEEIZY VX U~ T RO LA UL
DHIZHE LT, BRETCOMEPARZICERE LTS (FR{E : 45.8 7 A vs 0.9
B H. P=0.0025),

U o~ ZTIREAMG O RBEBLE CORRMIEZ, 1 HBLNADS 138 & iEN H
5o 1BITITIAHBIME 12 R DINICEREE OSE 2RO T 5,

U %~ 715 ADAMTS13 {EE DK FHI O 270 69 FRHERAN OIEHNIZ & A %)
Thd, ZHEY TIPIHERICEIT DV Y F~TOEMAD =X L1%, Btk
(2 X 551 ADAMTS13 ik D pEAEMBI LIS OB GRS 5130 U Y o= 71Z
K OBE R A O A CREANIEI S, LT O VWF v~ v F~ —RENEFELT D
EDOMELD D,

TTPicxt3 2V Yo ~7OHE - HEIZ, Z2<0HET1IEHHZY 375 mg/m?
Z1HEMMERT4EEHR LTS, EFICE - Tk, 1. 2 B GRICER G EZ R
HDAHEN, 4AFE EOBRENMEIZRDIEF G HRE SN TWD, ok, 74 FlTm s
ROAT oA R EIEA, 7AYo PEVXE— LV T T4 TR R BV
JUVRF vorm T A7 7 IR, B, wE a7 ) VFERDY Y XTI
X EZRA L T\,

UYXo~ T OYERENEN Th -T2 4, TTP BREEO Y Y v~ T HEkE
FETH DL, 1HITIE, VY~ BEGH, BMERRIEES L T2 AIC1H
DR—=ZATYVY X ~T7% 1V EMkGEHREG L, TRLHERFL TV D,
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2 DIEFNMIELWE DA TY VR~ TRBEEZZ T TVD, VYT~
& AR A2 AT DR FEFR I DWW T O+ R BREHEI R WA, U Y o= 7 O EE
44 ATHDLZEEEZBRB LGS, VYU ~TEENLDRES T2RMZET T
MR E BT XL EDI_EDH D0, 24 KO A X — L THor &5 5
bbb, VX~ TI2E D CD20 Ml ~DIEREEMT SN, VYo~ 7
bR E ToA 2 —rLE LT, 24~36 RS E T oAb H 5,

ZEMEIZOWTE, VYU~ TEEIZHE T VAR =N IEX 12 L TIRKT
HbH, WaE—HEIN TWDLEERAEFSRIL, A TTP £ (20 . &tk o4&
CDBEMOLEMNE Y g v 7 THDHZN, BiCHEELTWS,

MAFAZ B D AT LY TTP ORI U3 I LIz SRTWDER, REZIC
TTP OF) 25% X B Th 5, MAELHIZOEH L TAT v A R0 il Al 23 0F H
SN, D OIBRRITIRIE A R T B0, I A MY KT TTP 2K T 210K F
BLLTIYRU~T IR THDL EELEIND,

(3) #REFE~OFEER R E L TORERN

<WEMZB T HHFEE >

1) Harrison’s Principles of International Medicine 19th Edition.2¢
HFEME TTP B T3 2, BIEREAT oA N, fEmbH, Arry I7,
VY F U T DEHRDRDPBE SN TND L OB S D,

2) Hematology Basic Principles and Practice 5th Edition.2?

ARETIE, TTPIZRT 2 Mg B L VY o~ 7 OO & 5 H AN /MR
BROFERNOTRBEINTND Z &, HEIHFHHEM TTP IZT2 )Y F~7DHM%E
WZOWNWTEL DRENDH D LNBRRENT WD, R ML AISPED TTP B,
BN TTP BF I LT, VYo~ 7 B LM A & o ff ] T o i 23 K4
THO., VYF~70n ADAMTS13 A & B X —{EHEAZ K F S8, G2 672
LI RREMEIC OV TCREE TV 5,

3) Williams Hematology 9th Edition.28

MAE R EFREAISHE TTP B LTI YR o~ TI3AZITHY, el t b
80% DA ITI VT, AR 1 S 3 WLINIC R AF (ADAMTS13 15 14 23 4%
Y, 7> ADAMTS13 1/ v B EX —{HK) ICEL, FLEHERIEIMTHY . £ DA
FTIVYXI~THEG% 6 TAND AFREIIHRNIMEISND LRI TWD,

S5, TTP 2 RN MM E ALY YV xF o~ T & EZ21T9 Z & T,
BRICIST 2 E CORFMMAFEM L, E-HREEMET T2 ERHL EFRL
TV D WEEIRIECHUME U EE O ADAMTS13 iEMER FREEZICKT 5 TR Y >
FUTTELGICEY, BEIOHISNGED LOREL H D,
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4) Wintrobe’s Clinical Hematology 13th Edition.29
1 BEZZHFNE AN TTP BFEISHT 2 Y X v TR EICIY K 70~90%D A
HCHEMMPEAEN, F£o, HEDO ADAMTS13 {EME T AE S TTP 5 ffE B 12t
TOHRMYHIEY XA AT IELABERH L LM INTND, VY F T DR
FIE 1.5 FRRE (P gefl) ke L. 51220 TiE ADAMTS13 {5 M 23 £ 98 0 12 ik

DUIZCOEEHIZBRE I NWED LficsnTnD,

5) Platelets 2nd Edition.30
AETIE, MBI Z, ADAMTS13 f > b ¥ —0OEAMG BT, SHE
DZNaANTF AL RV TOHAEE, TV YF~vT L7 miRA
77 X FOGFRWEE, IMHEAAETH D LitfisnTnD,

<BRIZBITLHHEE>
1) E<brditk - ki oBi sy
U~ 7k RIE TTP O 3 E 2 F LI MER RSN TEY | &IETIEA
PN Y X~ T 2T 52 L THEREMITT 52 LN ZHBITHRESNT
Wb EDTHN DD, o, MEELZHASE S L < TR HIE L ADAMTS13 A
b —NaLEHF LTS (ADAMTS13 inhibitor boosting) FEfIIZHR L. U > %
~TEEDRFHTHDL L bR STV 5D,

2) HT7—TF AN MK 32
EEAETR IR IR PIME O B TTP 2k T2 U Y F o~ 7 # 512k v, ADAMTS13 i
PEolEfE & ADAMTS13 4 e B — K TFARO b LS TV D, il T
BIREMN O VY X~ T 20T 5 2 & CTABEMIMOEHN & mFRBABE L
L@EINTWD, Hik - HEIZOWTIX, VY X ¥ ~7 1[E&E 375 mg/m?2 % 18
MR TR 4 B G R AR THL ELTVD,

3) EBM L& REDIEH 2013-2014 33)

HOPURIZ L5 ADAMTS13 iGN L <K T L 72 M4 g L Hi i TTP 08
FIERATTP IS L. VYo~ HRERFTH D LiE#lisn T\ 5, £72 Scully
HORBRAER 19005, HEME TTP 721 T/ < TTP A IcH LY Yx v ~7 %
BRI 52 & THEPMHSNAH/LZLICONTHEFEL LTINS,

(4) FENTMBEOBRIA KT A v ~DRHIRR

<WBIMNZBT DA RTA %>
1) mEMEFIEEEEESOTA RT7 4 12
ARITA KT A 0, FEREFF TR U, fke M) i 8 B E 12D W T o i
BRI ETA RIA v ZRET 5222 AME LTS,

ZOHT, HEEME TTP Ik L Tk, mER#: (plasma exchange ; PEX) o 8%
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ML, oV YR ~7 20 AT HBEMEI N TS HEEE 1B), £7-.
HRIEFICR L TiX, PEXOBEEZEML, o/ IV VYo ~T7 52k 54515
BRI N TV (HESEE 1B),

<HRIZBIDLDHA RTAFE>
1) TTPIREN A K (B k) »

JEAE S R PR B A B A HEIR MR B EOR IR e T2 T i ik R E (2 B 2
R W2 XD TTP IR A F (G ) Tk, MmiEsg#% 5 B Ll EfT > THIf/h i
B 5 L Ll EliZEE Lenwigse, b L<IE 15 B/l Ll EiZEE LT/ /)
BE S 5 75 /L RGIAR T L7285 a1, miEgiicmz <y v ~7%5 (A
e AEIZV Y X~ 375 mg/m? & 1 HERKFR T 4 B AHEEFE) 2585559
HELEL T D (HELEEE 1B),

Z ORE MAEAZHIC L H ADAMTS13 O 52 K)S LT ADAMTS13 f b B4 —
N EFHLTWSZE (ADAMTS13 inhibitor boosting) 728 P X 41, O E 121
WMRBBAHTIE RN D, VYR~ T RENBIHEEIL TS, B,
TTPIZxtT 5V Y X ~T OMENRHALCR2DETOHMEIZ 10 H~14 BEITH
HZENDL, ETOMLMPELBMNMLERGENH L LR HNTND,

2) AR Ve R PESEBE (TTP) 294 A K 2017 ©
JEAE G BRI SR B A B & HEE PR R R FBORT SR T Ik E R EE ISR T 5
FHARFGEHE] 12Xk D TTP 2 A A K 2017 1B W Th, HEIRE] M OVF-H) #9861 12 %
THIEPEE LT, mERHA 5 B LA E1T - TH /A 5 5 /ul L EIZEE Lgwn
A, b LI 15 /L Bl EZEE U8 FE /M 5 J5/mL RIZIK T L
LA, Mgz Ty dFr~785 (VY F v ~7 375 mg/m? % 18
MG C 4 B AT 25835 X5 HEEL T b (HELEE 1B),

Friz, MAEAc Iz X 5 ADAMTS13 O 512 LT ADAMTS13 1 'k B4 —8
5 (ADAMTS13 inhibitor boosting) L T2 A I MIFEASHL D & Tl +4 72
RN ELNRNZ ENRZNED, VYU~ TRERBHEREI LTV D, 2B,
TTPIZxt3 5V Y X~ T OMENRALNIC/2 5 ETOMMIX 10 H~14 B TH
DT, TOM G MIELMPNLERGEN D D LS TWD,

(5) EENEITHR D AT T OGRS R & OGRS SR (EFE (1) B
) 1z HonWT

MSZATEOE N B R E IR B 233249 2% J Dream IIT 128 W T, “rituximab +

rituxan” & N“thrombotic thrombocytopenic purpura + TTP” X34V Y ¥ ~7+1U Y %
T o7 R OIAR P i /MR PESRBETR” O % — U — R THRE &2 20T (2017 4 7 H), AT
B LAEAO TTP ICHT HEHMmEEZMAE L7z, TORR 348N E Yy FL, ZTOHFHh
HiE L B o —fiF, kME TTP, HEAEER & B 2 W E X RV R, 70 o
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BRONTEY, TRIZETORRERT, B, TNOOWMETITLEALENEREEER
JEFIHRE TH Y | BROSEZICEICTITTRH L Ty (5IHEBHISR ),

29




AFRZBT BAFND TTP 12kt A S —E& (70 1)

No. G PR IS ik - & | DHIRE BME - et
1 | FEHRIC rituximab 23535%) U7z @i o | FEME TTPL 1] | AEscH - A7 2(375 mg/m2 % | MAERSHE « A7 | AK G4, f/IMREUE 10X 104/uL UL EZA R LT, F580F
SR s R e S5 ie A RV 25 |1 EERET, (2 F2ULR | bR E TOMBERHAEET 19 [ TH - 72DITRF L. AH
(Eﬁ%m{&2016757(7)869'872) (mPSL lg 7& 3 §+ 4 @?FXL‘L?‘ yzﬁ/f « AT H /1' &5%??’) f:%ﬁ%@[ﬁlﬂﬁﬁ@@ﬁ@i 12 IE]VCB’%)’) f:o if:\
HiE) - A7 A K HPFERHIAT v A NSO D 7 7 HIRICHFRE LT
R(PSL) 23, FRERHITRERED D 1AFLL RIS - THRHRAF L TR

V. PSL & RIT T~ CHIRRREL 22 o7,

2 | MIEATHUZHG T EOFEGME TTP 1okt L | IMAEACH S | IEAcH - 27 o | G580 |FEHPREE ARAEFGBRAES 1 W% LV | ARREA BRI T— 2 D
Ritusimab 7355 L 1-—f BOHETTPL () |4 1/ LR |1 RN 4 IR 3R, DT 3BT VL,
(A A757.2016:68(1):166.) (mPSL) [T -

3 |V YR~ AN X DEEMAFPERBE |12 R TTP4 4] |FEAIRIA FEHIASAA SERIASEH AHAM 1), AH13(2 i), TTP4 #F) > 10 fild 4 5 CEEFEMELS
A U7 1% R S W E O FERIBMEDFEEL L=, 2BV T, BYSEOSOHIEED &
(A A - 27456.2016:27(2):292.) st

4 |Inhibitor boosting {2V */ % L~ 773 &%h TTP1 #i MAEASH - 27 1 (RIS SIS MAEASH AT 1A RV RPEIZ L W . ADAMTS13 A >
U 7= e P IR 2L B (TTP)SE A RV RPEE b X —IHEREELL T & 72572735, Inhibitor boosting % %#
p WAT A R7VVAR KRR RS- L, ARG,

ADAMTS13 iEH:0 EH KOV ADAMTS13 1 > & B4 —Jiffh
DR FZRD, FEMIZE- T, 4 WAKIZIE. AT A R
HART L, 3¥ER 5 7 AR THRZZRD TR,

(BA AR IF M 2755.2016;27(2):244.)

5 |Hi—ERHERAC F51T 2 M e My | EERME TTP3 1 |FEHIARIA 375 mg/m2 % | MAEASHE KFe 5%, 25T ADAMTS13 {0 57 &KUY ADAMTS13
VESRBEIE 3BT 5 U Yo~ 1 BRI C, A Ve B —OKERD, 1 FICIHEAAIE 554 M T
FRE DR Ft4lElE~18 Z & BT E - T-(EfiE ComSERHREN L. FNnFER0

RN [ 5 [, 70al, 120a), AFHEEGHE 3BRILNICIE, BARERT
(R AR AR B L, M IMRENE 50 X 104/l PAICEHE L, T a2 RO T
7.2016:62(2):272.) VAU,

6 [HERIMEMMPE L MR ESEBRR O 141 |BEAVE TTPL f] | MAEssH 27 o (FEA MAFASHA20 B | AAIB 5%, 26 20 9% H £ TS AT ADAMTS13 1 &
(A AR E A A R/ IVASRE b H ., AR & 5 b 23807z, SRR O MRS 1.2 X 104/uL T

SRR 3MIfEATZAk |72, H 45 W H D 3.0X104/uL A LAAERF L, 5 51

2£.2015;11(4):236-237.)

f0) JHIZ 5.0X 104/uL LA & RER L, EAcHaZ HIE L=,
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I IF DAKD TTP 153 A0 g —

B0 ()

No. FERE PRI AR i - HE BidaEieRes o - 22k

7 |MAEAEH « 2T 1 R TS | IS AT 1 | MRS - 27 112|500 mg % 13 |I4EAgH (G 3 |[AKIE > 7 ak A7 7 2 RICX 20HHERICE Y

ol U= et s tesssms | 1 B VYV ARRE | R/ OVARRE | T, 34 [A]) e 27 1A R|ADAMTS13 75D EH- &K ONADAMTS13 1 > & B 42— i
. s L (2T AIEEHE |((mPSL) « 27 1 |[EHE S (PSL) - > 7 v Wb, MR ERZ258D7, 0%, Mgz Hik L,

K = N RNAT

- Xg;;;ﬁ ﬁ;ﬁ; ‘E;f PRATT o TIPL B | FPSL) AT 7SR KA 4, 7 maRA T S R 3 RNk L - AT

S FOPIEAILI= SOV |UMER 12.0X 109 EFE LT Toib, AT 04 KARO

(AT E . (500 mg/ll) | A CIRESKSE LT,

2015;48(10):593-597.)

8 |ADAMTS13 1 o b E 2 —RMo et | M H e 27 v | s - A7 1 |375 mg/m2 & |MAFEAcH « A7 | AAIB G4, v MWEiT ER-L, ADAMTS13 o > b B4 —
N ER IR LT U Y e [ R VVARRE (A ROV AgR (FE8 RS v NGRS |l U7, SR C PSL & 5 mg/H LA T & T LT
7 2l LR A 1 f AED TTP1 |1k« A7 A K PSL) D03, TTP OFRZ D TR,

T 1 (& B PSL)
(B AR 236.2015;57(6):1161.)

9 |V~ NEN LT, ey NE | MSEASHRE U | R WHEARH | MEsik AFP %, M/ WEE EH- L, ADAMTS13 1 > b B X —

SLE H %‘K%ﬁ U7 MR i o @ TTP1 4 2 [ 52 [l PR Uiz, MmAEASHIAAE 55 16 HiZICH I LT,
0) A
(Mﬁ%ﬂ@%ﬁ 2015:57(61:991.) 6 A%

10 |V YR ~TIc L ilEshegart | MAASHERETE | M - 272|375 mg/m2 & 1| MUERSHE « A7 | AAH 5%, ADAMTS13 1 v b v ¥ — 2k, A7aA
TTP 0 1 FEficaman -5 ADAMTS13 |2 TTPLH [« FroLgis [T, #{ 2o FPSL | FAMRSCE 7o, L% VUL, FREERRD TR,
ST AT (mPSL 1 g/body) |4 [E[#%5- 1 g/body)

(PR 113#2.2015:56(9):1659.)
11 |[ADMTS13 IE M4 7 g M RPEJFEMERR R | 2fih 94%I|Zif |FERI FERARE 30 HAETFRIZSEIIHIFIBER SN 719% Th > 7= DITHRT L,
TTP 247 B> |SEASHR, 82%IZ A FeGHET 96% & A E A RO T-(p<0.05),

TTP 247 B0 FEFE DR & fixlw
(FEPR IM17%.2015;56(9):1423.)

36%\ZAKNEE
T et I 2
e b

TuA b
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I IF DAKD TTP 153 A0 g —

B0 ()

No. TEERAE PRI BNV ML - H& | PHRRRE o - et

12 |BRPHMEIE R MR L LY Y % o~ [BEAME - FEFEME |ME5cH « 27 11 (500 mg 2 18 [MAfEsche |6 [RIODMBEAHR O 4 [RIOOAFIEE GA41 SAiA R0, LUtk 6 7
TR o TR A A e | TTPL B 4K k@<, 74 AR EZFRDH TR,

NI EEEEER > 1 51 EIBE
(A ARNRYESRE B ESRRE Bt 7
£2.2015;616th:28.)

13 | MAERHIE R VAT 1A RS s | AEASH « 25 | MHEAH « 257 (375 mg/m?2 & 1| MAEASHA « 27 | AHIFRG4%, (MU O ADAMTS13 I HEDIER AL,
WM U Y % L~ 7N Ui tiapE | P R OVARE | R VLAEE [EFER TR | m A ROV A I ADAMTSIS A v b B4 — Dbz 7z, AAlofGfik
#%RPETTP @ 1 4 IEIRRIE T 5. PRk #% KL OMAER A 1E1% & PR A 7R TURL,
(FRPRIM%.2015,56(5):532.) TTPLY B

14 |V~ 7N U/ Nt s [ EEAYE TTP1 51 | AEscHe « 277|375 mg/m? % 1|fMUFASH « A7 | AAIB 5%, M/ IRERIX 0.5 X 104l 7>5 20X 104uL (2, ~
O AMEEEETR O 1 451 A RoovAggs (EEER T, GHeA FPSL) |[F7m e i3 7gdL 25 13 gldL IR Lz, F7z,
(HAVNRILE - PAA S (mPSL 1000 mg |4 [l 5 ADAMTS13 iE#£0> b 7% O ADAMTS13 A > k& £ 4 —0i

T RIS % 3 AL = B, FEARREROUGEZ RO T T2, MAEASHR 15 RN 4
2015;52(1):32-35.) 7 A R(PSL [RIOAF 5%, AT Lic, Ltk TTP R ZR0 7
%5&) mg/kg/H 75 BBEt% 4 AR  BRRAAHERF L T D,
S

15 |MUSEAS I IR T oo ke i )i | TS HATRIEHE. | AR « A7 v |GEAEAEA AR « AT | KB 5%, 2 \ARRIEIRAS S L I/ MR OV LT L
IDHESEBERTTPICRE L U v % s e [PHED TIPL BT A R/ VAR oA R bekEH AR Uiz, MAEASHUIRE 11 BT L, AT aA
) 71l ROWRENTRE L 72577,

(H AT 2 55.2015:48(s1):454.)

16 [{RPRIZHEES: L7= TTP @ 1431 HEAEMED TTP1 |IEASH: « A7 v (375 mg/m?2 % 1|FHHINEH AENEBG Loy B3RS Hid, ADAMTS13

(BEE.2015;37:146.) (! A BV RBRE (ERERET, F free¥—it bR L,
2 [ElfE - MAEFERRIZ & B L~ VL DK FO8HES CT CEAIMEFEE 72
b, EFkienBE A X7~ L, TTP 2Ktk 18 H BIZFEL,
17 |MBalz B CRATRER L7- TTP/HUS oo | MUHEASH « 257 | EAZHE « 27 v | FEIAREA NI i/ MREL DRI Z 5RO 72~ T2,
2 JEFI DR 2 NIREIPT | N
(ENCIRBER A bk i%grlf}/;dws N

££ 2014;68th:ROMBUN NO.P3-48-1.)
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. 15 PRIR EUREsS s - s | OIS A - etk

18 | ML L/ RIS A MBI TA R ok 2 [BEAIE TTP2 ] | st SRR iR U o 7R EREL Hlls U T, B REIET i)
MR L U~ % o~ 7 B RO h DR CE 7=,

Dfgat
(A AR AR
£:.2014;41:MP-1-4.)

19 |V 3 ov7 7840 Licebtide b | HEAME TTPL (] [FFP B4« 421375 me/m? & 1 iP5 - %7 (AFIE 54, MBI LA L, ERRIICE 7,
P INHRIR MR EES —15] 2 27 aA RoSEBERETC, A RPSL1
(MR EAMEE6.2014553(2)115-18.) VAREHmPSL |4 [FHE: mglkg)

1000 mg/H)

20 | /11 ADAMTS1S A o b U4 —% A4 915 TIP3 il | fiEAcHt « A7 |375 mg/m?2 %, |MUEARH - A7 G 1« IS, AKL B2 U RAF AT L DIEE, hx
2 M R R = 351 2 ifn | (4 Bl 3 B (1 R 1EMIRIRE T, | oA REER 1 VBRI R O R DR 23800 A v b o —
33 FERNOVE S s o #li%5) A4EHES O e Wit Cdo o 725 ADAMTS13 IR 72,

7;;;?0 RO R PR R 2 (D 2 - iBERsifi 8 [RIBCOVRH 4 BB 56412, ARaRATIRTEDY
- AR - B e L, /M3, LDH &KUY ADAMTS13 {EPEANIE
CREREE 40 E.2014;17(42737)25-33)) 7V AFE HALLT=,
1) FEW 3« BRPRREI A 2 (IR LTS, B Srmph &
UM AEAc a2 BN CFNE L7-1% 12, BRI O
DT,
o1 | MBEASHIEER O Y 3~ 7 | s | ISACHURE TN | M - 2512|375 mg/m? % 1| MAEAcH ASEBNL, AH & MO PEREICR L CHRbiEZ R L
Tl o T BEAMER T TTP O—{i OTTPLH A K IR - 7
FPR IM72.2014;55(9): B SRR AF 53 A G 17 9% AN BRI D 7= bl N TR
(BRPRIM7.2014:55(9):1508.) SRR LTI L0 Lk
DI=HIEL,

92 |MEAsH L 25 v A RICHMED TTP |#EANE TTPL 1 | M¥EA - 271|375 mg/m2 %, [FEHAY] (AR5 15 BRICEARE RO, LIk 5 A LLE,
BT D U Y X~ T IRROFEL) AR 1 JAfHRRE T P A ZD TR,

(FaPR If72.2014:55(9):1508.) Al 4 Bl s

23 | MR MR O BRIzt L P58 TTPL 1] |[FEAIAREH SRR SEHIARA SEMASEH

TU VX ~TNES LI 14
(AA/NEREAMER 2014;118(9):1386.)
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. = PR (EDS - & | PHRE B - etk

24 |JFHEA 3% X7 Rituximab C%F%  [TREAGE MFEAHGER) - | RN RN AEBE G, oW 34.3 5/uL £ CREIE L7,
ST 24 U 7= 3aE TTP oo 1 45 |TTP1 Bl *7 1A F(PSL) AP & RN, STABHMERIBEA 0725, MRSk &
(H A 22 75.2014;56(6):689.) AT A RIN=T 7V AFREC L - TYE LT,

95 | U3~ 7 N U i i s | EEA AR | AR - 277 =375 mg/m? % 1|FEHIAR] A E%, ADAMTS13 1EM(31.7%) X U4t ADAMTS13 it
IOPESSBER O 1 S PETTPLGI | Ry VLRidiEk [T, & {AAI(0.5 BU/mL A, 1/ MSE(5.0 X 104uL Lh B
(B IL.2014:55(5):583) 4 A5 \ZHGE LT, BB D 2 7 AR, BREATRD TULRLY,

26 |MUkPEIL MBI PESEBER (TTP) (xf |TRMRIRHUIED MBS - 27 v R MAEASHR KA G%, — RSO0, FREROTZT-0D,
L. fufEssHutes (PE). Rituximab i |TTP1 15 A RV APE MAEATHAZ B 4 Ff T LT, F 0%, BT,
PN O IS Db
(HABHTIE F2HE35.2014:47(s1):746.)

27 |V % L~ TWHERAT - 7= A | MFASHAASE | MEASHAGE H il |375 mg/m2 % | HIFEHT - AFE G, RN MM D5 K ORIk DT %,
BV L R B 0 1 41 DFEFE - HHAME |17 Beh-, PPERRY] figEss FAMEROUGEZ DT, Fh5- 5 B%I2id, ADAMTS13 {5

o (oG TTP1 f it 4 [ P ey - 1% 33%. ADAMTS13 A >t B4 —[IREEL T L7220 | 4
(EERE201 4298092 FVHIOING | [ . [P ST,
LR | o ¢ oy |2 FERICHTIE L720%, VRIRBRAARED D A .2 Fh L 7=
5 R BEFRE 720 QPR L ol USRS H RS L,

98 [BETAPEMASPE L [N 2R B | ek U | BEAME TTPL #] | MiEscH « 27 12600 mg/m2 % 1| MAFEASHL « AT | A 581D ADAMTS13 1% 0.5%A5, ADAMTS13 A >
TR L U Y %2~ T OFHRRET A BV AREE (BRERET, 3 rA RPSL50| b B4 —I3 4.8 BU/mL, fivMiiE 0.7 X 104uL Th 7223,
ety Lokl (PSL 1000 mg/ |3 [El#&5- mg &5, LItg|AA 2 a1 5441213 ADAMTS13 1 > & B4 —(% 0.7 BU/mL

§ s H), 27 mA K mPSL 80 mg. {2 F L7z, 3 [E#5441215 ADAMTS13 {EHEE 45%, [/Ivk
(RAEE M7k (PSL 50 mg) FOPSL 2 |$03 114X 10YuL L 720 | BfRA0T-,
75.2012;3(1):78-81.) 40mg £ 5)

29 |MEHAVEMARPEL MR HESEBEE HEIGME TTP OF| EscHe « 2712|375 mg/m? 2 1| M4EAcHE - A7 | AFIB G4, M MEASHIN L, DIBEZEE LI IRREANEE T2 2,

(TTP) FE%I%F L Rituximab (RTX) 73 %€ 161 A F7YVVRERE - ERFRET, FHeA B2V R | IS 3ET 11 [k U, 585 31 % RUSIBRE L7z, BBtk 3
AT AR 4 [l h- Wl H AR, ADAMTS13 iGMEN 8%AG CHERR L TR Y . R %

BN THo7= 14
(B AR B REERB H 5 2.
2014;603rd:70.)

O TR,
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AFRNZITF DAKND TTP (254 D AERE &G04 (Fix)

No. FoRe PRER AR k- HE | OFREE Bk - etk

30 [MHEsEH (PE) (&5 ADAMTS13{E M AN TTPL 7] | s FEAAEA MR « 27| A B B G4%, M/ AN L, 17.1X104YuL & 72> 7l
AR (nhibitor) FF A1 1A R(mPSL 1@?@&%&%&% Hik U7z, LA mPSL A L7-725, Fk%
Rituximab (RTX) 7545 7= % KL ek abed e
Kot L MU HESEEER (TTP) 00 1 48] g 72 52@? ]Jj%fﬂb 4 BRI 8 HIAIC 3FEAV 71y

= —o
(H AR B G R s
£:.2014;601st:24.)

31 [TEREITHEEY: U7 e i MR 468 | Inhibitor MAFEACHAGE H) |1 AR TR M HaGE [ AFIB G5 2 HERID, SR BRI T R ONRIE, et 258

o> 14 boosting %78 5. H) « A7 a4 (7223, HAOMIEAHL L 2T a4 KL RFGETINZ, AHFID
c & LA HRBEC & 0 Bk L LD & i MR AR T
(kA 1f1372.2013;54(8):780-781.) 7= TTP1 {7l gii PrEE| RV 2RgaE (B ke L 0 S L~ L OiEE & MR ORI A 3R T

32 | M ADAMTS13 A > b B & —% L5 |HEEME TTPL f | EAcH - 2712|375 mg/m?2 % 1|5EHRH AFEE%. ADAMTS13 A > b EX —[THE0NE T L, #
BT L R 2B - 31 A R(PSL1 HFEFET, 74 BB 7 H#1213 1.1 BU/mL £ Tl LTz, #5654 90 R
5 U “/5\"‘:/'77\\(:4: 5%;5‘]7@;? mg/kg) 4 IE%’%L T%%Eﬁy)fl/ \fcﬁl/ \o
(BRI, 2013;54(9):1098.)

33 [FfifmikimsE (FFP) &7 v7 2 v WM TTP1 5] | Az #a - FFP #%¢|375 mg/m?2 % 1|IfUifEAc#a - FFP| AH[H% 5% . IR AT R oousGE K QN Mo EH-2 3807,
(Alb) FFIT k2 MEssH (PE) 33100 5.(5 AAER) HEWRE T, #H %506 ARE |ADAMTS13 /&3 EH L. ADAMTS13 1 > b B4 — 3
1y s N N TN 4 o 5. H) JRELL N 2HERF LT, BB L Zpode, FEIESK 11 0 AR
;T ;ﬂ; gﬁﬁi—@ys FRC o T-HEATE 2 T LRl

- BOHERRD ST,
(AN AR e
££.2013;33:190-192.)

34 [ E: rituximab 75255 U 7- Seraik | BEAE TTP2 # |ME4sH# « 27 2100 mg/m2 % |FEHARIA AR 55, BRI | GRS CHEEHN 25807, &

M/ MR HEAEERR 0 2 151 A NIfHE B FRAHERE L TV,
A E P N

(FEPRIM1%.2013;54(2):237.)
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I IF DAKD TTP 153 A0 g —

B0 ()

No. T PRI BNV ML - H& | PHRRRE B - etk
35 gz (PE). A7 24 K. Rituximab|® KM TTP1 B |AEH « 27 & | 2 il AFIPBE G4, MW E 12.3 X 104l £ TlEHE L,
P B CEAR L 7 ke MR MR e A F(mPSL 500 ADAMTS13 o > & &5 —3failis(b L7z, DIMEISEcHz ik
BE (TTP) o4l mg % 3 Hi, LA L7y, BRAHERF LT,
. . ) % 1 mg/kg/H)
(H AR F24E35.2013:46(s1):697.)
36 |rituximab %5 7= SEyatEmpetti ) |EEHEME TTP3 1 |GEF 1 FERI 1 FER] 1 FER 1 AR G%, ADAMTS13 1 v b B4 —HEAL, 1L
M PESRBER D 3 FER] IMAEAHAS BIE | 375 mg/m?2 % | MAEAs (i IINREE 0.4 X 104uL 2355 10.7X 104ul, £ THINL
HH, L% 1AM C| B) - AT7aA 723, ARBEGDEIACTh > 724, PR O EAE
(B 1M372.2013;54(2):205-209.) D o k| 2t ams | RPSL30 LT
(mPSL 125 mg {512 - mg 7> 5> W0 [JE 2 « A GO R SRS IEELL . 575 8 AR
&3 HRRT | 375 mg/m? # [l 2 HIMLIZ & D FET U, FEC A CRATTR OSSR,
S#PSLE0 | Gomi | it - % T
mg, 40 mg & 7l 3, FuAf R 75, AU GHE LA S ORI A b
325 375 mg/m? % (PSL 40 mg) ZBILTWA,
HER2 L SRR C. [ 3 SR 3« SR GRS 2 IR L D | BRI, MY
MIEAAHRGE A | =t 4 s A - #L, FIER 12 0 B b AR AHER LT 5,
HH, Atk FoA R 723, ASEGICIIRIRYSED A PSR BT,
H) - 27 uA K (PSL 40mg
(mPSL 500 mg 7> S D)
% 3 HREBG-
Li#% PSL40 mg
#5)
JER] 3
MAERH5 H [
HH, LIERR
H) « 27104 |
(mPSL1g % 3
A, Lz
PSL40 mg % ¢
)
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. ! PRI BNV ML - H& | PHRRRE HhE - et
37| UV %o T INFEN U AR SRS [ER T | « 27 1|375 mg/m2 % | UEASHE « A7 | ARAIB G4, TR \CEGIRE R OVRILAT oodes, f Mgk
kL MR SRS (TTP) o> 1 |TTPL Bl A R7OVRARRE - FE2 G |mo RPSL1 #9410, LDH SO T 23807, ADAMTS13 fFPE A L,
N N A7 1A R(PSL mg/H % 3 HM|ADAMTS13 1 > b B ¥ —HK F 23, % 30 9% B I2ImiEss
1 3 D 3 z
no i YTREOIA I 1 mg/H% 3 B Heb D% PSLIBAZ HIE U7, 45 3195 HI23 ADAMTSI3 £ > b £ 4 (306
olmEE $17) 1.5 mg/kg /5 | BU/ML £ IS T L7z728b, A7 A R&ighil L, ik
(RAPIR L. WD - Lo |18 AR, EREAMEREL TS,
2013;102(1):147-149.) AZRY v
38 %KM TTP =%t LT Rituximab 573 |EEEMED TTP1 |fEAc#a(5 H #5375 mg/m?2 % 1| ffERc#a AHI 5BREAD G 8 ML LV | i IMRER D 5K OVEIAT A
FEhUT= 13 ik 1 41 @l H) - 27 A R EHHET, G DUGEERBD T, FIEND 3 1 ARG, ERARAHER L T\ 5,
(FAVNRILE - 2ASE2PEHTES - A VAR mPSL) 4 EIECS
INENAEEFE - DADOTHETFHE
N VIR T BT T T A e
5.2012;54th-10th-17th:378.)
39 [IMAEAHRIEI AP AR Ly HEAMED TTP1 |IAERSHE « 27 = |FEHIARH MAEATHR « 2T | AFI 544, i I E RS 238 7=, sk,
Rituximab 73270 U 7= fde i s P! A ROV RPEE oA KoYLA | BRICE ST,
MEEEBEH D 1 ] PRI
(AR A P2 6.2012;:23(10):625.)
40 |MEACHA ZIEEISHTA 15 L. Rituximab |IBEASHURHHR | AEASHE - 27 =800 mg - 1 18 | I AEAcHa AHB 5% | AR T2 & bE3 ADAMTS13
A CEAEDNE S L7 TTP 01 Hukod TTP1 f1] |4 R(mPSL) k@<, 5t 4 D _EH M OYADAMTS13 1 > & B2 —DIK T 0D Hiv
3 N[ 4Y ks gﬁg\ 71. N -
(FASEHTIE ¥ 2HEE.2012:45(1):640.) P o PRS2 T
41 | B RS BRSO o Mk ML s D [TRERISPTE D | MSEAcHaGH9 (375 mg/m2 & 1| “EAMWMAE | AFHEG%, /MR 1.4 X 104ul 705 18.8X 104ul. £ Tk
PESEETRI -5 LC Rituximab £ F v |TTPL B [\) « 27 w4 K [EREEC, FHABRGE6[E) |H-L, ~EZ v b i139.9 g/dL, MRnER 1.8% 4%~ LTz,
4 A5 ADAMTS13 1513 48.7%, ADAMTS13 A >t EXZ—(10.5

M FE ) LT 1 ER
(AASE BRI M. 2012:19:223)

BU/mL A % CekaE L=,
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. T YRR FINE s - HE | DEAREE HhE - et

42 |ADAMTS13 i EE=4 1 7 % KME TTP1 il |MEASHL « A7 12 |375 mg/m2 % 1[7HHAH] AHIBe 5%, ADAMTS13VEMEIT A 2388, iR A T
Rituximab $5-7325%) | 7=1% K TTP A KoL AggE AR T, & BREFRD TR,

o 1KY 4 I
(A NERRM65.2012;116(2):308.)

43 |IMFEAZHRE%IC ADAMTS13 > b B |EHATED TTP1 | MEAgH: - 277|375 mg/m2 % | AR - 27 | AFHe 5%, ADAMTS13 i&M:i% 7.4%. ADAMTS13 1 >t
B IR LR LU oy sty (P A RovRgEE R4 ERS (mA R2VLR | B Y1505 BU/mL A &£ Tk L7z, 4 [BOAAIR: 5 &
W Cd o 715 KM TTP FE JEE(mPSL ‘ PAT A R7VVAEEC LY, B 7roiz,

(Med Technol.2011;39(13):1584-1586.) ;g?ggizgifz
2> 5 )

44 |V &L~ 7 DN Uiz ek | BHAIED TTP1 | MEAHA « 27 v | FERIAE FEIAE KK %, REMOUGEEZZRD, IEFE{L LI,
PHESEBER (TTP) 0 14 554 741 1 A RV RN
(AAVNRREEHEE.
2011;115(10):1604.)

45 |ADAMTS13 iEVEDOFEERIAZ LS %R FEMERRIE  |FEHPRI 375 mg/m?2 % 1|IMSEASHE « 27 | AKI &5 UT- 2 Bl &Ete 4 BlOBHRARIZ 172 1A THY |
Ve TTP:4 BlONE R TTP3 1]« — ¥k BT, §Ha A R3v R | 2A1FRIT 75% ThH o7,

(PRI, 2011;52(9):1275.) TTP1HID 552 45 ik 7Y
i 2F (1.0
mg/m?2)

46 |3 H O MAEASHU T IREREIE 273 fAe: | IEASH AR IR | IEAcHE - A7 v |50 |FH IR AFHIBEEBILEE H 725 ADAMTS13 iEHEA K H S 4L, 20l i
PRI MR RSB R ot 2 U [PIED TTPL Bl | Brv 2k |1 ERRREC, W ENSE L ARIRS 5 B2 ADAMTS13 1 v & B4 —iX
oo (mPSL) Ft 4 [ G- *ﬁ&ﬁ&ﬁgf B LTz, AHI 4 [P 5AITREE L, e
(FFAR Mi%.2011;52(9):1275.) RS UL RO T2,

47 [IEFESHT M AR B EEREERR (TR | A FEIANEA IMAER AHEEE% . ADAMTS1S A > b EX —FTH0oNE T L, B
YR Y % o~ T DR TP B PAEROSE ZRBDT,

L7141

(AR T~ FEoE - HES - ERE
VO=F LR T LT T T A - ik
££.2011:;55th-20th:525.)
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AINZIT DAKND TTP kI3 HHEHHRE—ET0 1) (i)
No. FERE PRI AERE s - HE | PRARE A - Zeaek
48 [BIESIE O MM R D MRS BER | « ot | EEEME TTP2 451 [AEF] 1 JERBI 1 : JERF 1 T 1« AFHEEIC L ARREOUEE T & e h o T,
L CEAIBEIN S 2 T~ 7- 2 MAEASH 700 mg/H % | MAEASHR - 1% CHOP A X 21#%, LDH EOK T & O/ MR
siEfp AER 2 - B[l 5 LTz, | # » AT H A BORERRDT, DI, PRI E S 7,
(HARSE A 2 LS HE 2 ROV ABRE Eff] 2 - AAE 5T & DRS00 B Ao T, COP
700 mg/H % | (mPSL 1000 Fé& X B1E9%% . LDH {EOIK T R O IR o HE N
$5.2010,17(4)513-518.) 3[EfE . L7- | mg/H% 3 H bt LFR AR o T,
L) - B
7 1) ZAF (2
mg/H 7% 2 B
&5« > 7
ORAT 7 I
R(700 mg/ H
% 1 H##
5) « CHOP
Sk
JEB 2 -
AR HR
49 [VEREIRHMED MR L sy EeBms 1B | AEASHA - 27 =2|375 mg/m?2 % 1\FEHIRD] AEWIERE-2 B BICiE, EbEE o UeE K OV MR ORI
\7%+ L C Rituximab 73255 L 7-—f3] TTP1 5 (/]' RV ARRE AR T, & Zaesh, 512 A B2 & OV LDH B R IE R a2 R~
5 9010:51(0): mPSL 1000 mg/ |4 {5 L7z, ST, ADAMTSIS IEMHEIZER CTHY |
(AR M7.2010551(9):1089.) ) ADAMTSIS ot b L L] T L o
50 |Rituximab 25Z%h U 7= et fue i fn N EHANE TTP1 41 | A « 272|375 mg/m?2 % 1|FHHANH AHPE DD 5 BT, M/IMENE 4.9 X 104/l FCHIM L,
AR PSR A4 Roovzsg AT, &7 B E ) YA 75:5 WDzl MFAHADHHIE R RAT |
4 o 5. A ROWEISFIREL oo Te, 55 16 BT, /ML

(EIR M3%.2010551(2):127-131.)

1% 15X 104uL B % v INE MR IR L OPT L HVER LT,
ADAMTS13 &R 14% £ T L, ADAMTS13 A > b &

#—131.1BUmL F T L, TSR0 6N,
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I IF DAKD TTP 153 A0 g —

B0 ()

No. T PR EIRELS - AR | OFRE AR - Leaeit

51 |Rituximab 2327%h U 7= e Mg [EEAENE TTP2 1 [FEf] 1, JER] 2 & |GEF] 1, FEF] 2 |GEF] 1, FEF] 2|56 1 : 506 5 HE XD | WL B Ligd, 1
PEEEERR (TTP) @ 43 Hlo, MmIEscHs - | &bz, 375 | & bic, R MBI IEREZ R L2, AT a4 REfH

T e A g A7 A RPSL) \mg/m?%it4 #2701 K WUT=05, BARRARDRD ST,
O@J"ﬁfﬁﬁ”@%%' A1 (PSLH0 |5l 2 : BeBIAEA D 3 sk 0 (/i - RHTiR U,
2008;22:69-73.) MIERSHZ IR L, AT v REBEL7-A3, B

<L TV,
HHEFNZIBN T, ARANC L DIRF%, ADAMTS138 IGMETIES
I8 L. ADAMTS13 £ > b B % — |3 HERELL T 4= L=,
7B, AP 2 EELRRIERITEED b oTz,

52 [1BVEFEREPEMARTE M MR A EERBER o | EPE R ENE 45244 - FFP 0| 375 mg/m?2 Z 1| IMSEASHL - < 7 | ARFIBe 5% 2 4 2 0 A, BB CTh o723, BRAERO A
1B — VU V% o~ 7 4%0 CD20 k| TTP1 Bl - A7 mA FEMET, fHeARY > R IMSROBD 2585 F, HEAAMEF ST, ZO%E
SN I (PSL 60 mg/H 7> 415 (200 mg/H 7 [AEFRIDS Y 0 XK Y L CHifR,

ot A oW - &7 Y BWR + X | AFIIEHE -1 PR A B L7208, B L7 & e —
(FAVPVCMEPSREE: AF (1 mg/ial Y E2(60 mef | LWL AL & D HER G LTz,
2009:23(5,6):366-370.) 2t 5 [@) - IVIG(25 H)
g/al, Ft4la) >
7 1 AR Y 250
mg/ H 7> 5 i)

53 | V¥~ T HEERh LT A M i | EEEYED TTP1 | f#EssH - FFP O #5840 (IR WlEEG#, MR L, ADAMTS13 &R O
DHESEBER (TTP) 04 7l WL - 2704 |1 T, ADAMTS13( > & 4 —biha (T8 Ui, 4B ST b
(PR 2. 2009;50(9):1202.) ,t x;{im i; /u AR deg ARy L. EalldRi L e ol

AR
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. 15 YRR FINE s - HE | DEAREE HME « 22tk

54 (MU AIES T do - 7= HEAME A | EEAVE TTPS 61 [EF] 1 FEAEAEA JERFI1 FEG 1 - AA 5%, TG DAL,

IR SRR (Thrombotic AR 27 1 RN JEG 2 A & ORI L D IRBOUEEITRRD L -T2,
thrombocytopenic purpura: TTP) @ 3 A ROV AR SER 2 FER 3« AFH 5%, IWBOUGEEDTRD bR oT,
{31 TERI 2, 3 : e - A |CRE 2, 3 13, AHE I No.52 L Eio rTHEMEA)
(IARPIRY S B A HR TR
£2.2009;562nd:31.) (mPSL)- £
e ‘ ESE

T AR A

77N

JERB 3 :

IR

55 (6. 4FHZI31T % Mk Mbdsr o vegess | EEAYE TTP2 61 |FEIA EE NS SN AHN TR OB GIZ L0 | JRBDOUEED R B
FRTTPYERIOMT 7
(HART 7 = L A54%.2009;28(1):103.)

56 | F3o> Rituximab #5385 U7 Mk | MEsuieoe: | A7 81 K - 187 mg/m?2 % 1| MAEAHAB H | AFHGBAA ., BRI OBRAIEIR 180 S UG n 4
P RIS 0/ N 451 o TTP1 IVIG- 7 U R|[EE., 20 |fEH) D, BIMOMIEAHUTNLELL Uedyo Tz, FIERFD

e S F #. 375 mg/m? ADAMTS13 iM% 0.5%LLF, ADAMTS13 A > b B4 —|%
(Bik L. 2008:49(9):1216. % LHRIRE 9.1 BUML Tibof=i, A1 2 i 5H4ICIEZ I ER 46.1%,
&t 3 a5 0.2BUML & 72577,

57 |MIEASHE « AT 1A R AREICHET TR | - FFP O\ G- &R0 | MUEHORA | A& 5%, ADAMTS13 {5141 18.9%, ADAMTS13 1 >t
FHE U YR LT RES L TTP oo | TTPL 4 Wk « A7 A R AR C, [&50»5 20 |EX—E05BU/mML LIFEAR0 | 4EFEGHICIT R ICSE
i 7NV AR ShaEgrs  |FIRIEL, 20| Ui, f/MREAEES 17 Jo B ARREIN L7z, 25 21 93 B i3

MRS (SO TIEL, AT A ROLMWIK L, BEAHIE ST,

(PR If17%.2008;49(9):1075.)

HEE1To7=, LA
P38 H A T) -
ATuaA R
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. e PRER AR k- HE | OFREE Bk - etk

58 |IMAPER LSRR (TTP) (oxt LifntE |TTP1 41 MEAS FEHIRAA SN FREIRDUE AN TH D Z L IVRIB STz,
A TR TR RS & | UfEASH# - CAHE R4S No.62 & B ATREMEA)

Ut o B BT CHEE LT 14
(AR R 26,2008, 19(8):722.)

59 [Rituximab $¢ 54%5800 AR ot MRS AN | MAERRHA - /XL R |375 mg/m? % 1|31 HEH G BT, /MDY 1.5 X 10YuL 225 4.4 X 104/uL
AT - AR E L R 2 oo | 2 TTPL 61 kA ate AT o | IR T, & FCEA L7z, 4B54, M/ M3 20 X 104l BIZFHE
—{3] A RGER) 4 a5 L. FEER b oGE LT,

(BEIR M37%.2007;48(9):1091.)

60 |MIFEASHUEE IR E AR L, MAEAHRRIR | MAEASHL - 27 1|375 mg/m2 %4 | HEASHA AFIBEG 5 6 B L0 | v IMER OB & OV I e 2785,
Rituximab OBHFZES L 74t PED TTP 1|1 K B FE AR FiR e U7,

BOESEEER (TP) & —f il B
(H AR gF2255.2007;:49(6):617.)

61 |Rituximab & vincristine OOFFAZS, |HEENE TTPL 6 | AFAHGER) « |375 mg/m?2 % 1| MAERLHL - A7 | ARAIB G225 1 7 A%IZIE, (/ML 15X 104uL & 720 | 3

L 7= v AR i N M B AT uA R7VLAEFFERE T, fHuA R2VUbA (DRI 248X 10YuL LieoTz, E7o, HGBMG 1 0 A%
e ) A JEE(mMPSL 500 |4 [Al#%5- JEmPSL) - 121X ADAMTS13 {EPED K O ADAMTS13 A > B B4 —
(B it 2007482144147 me % 3 AL S 2FEA R | DR R, WD 9 5 0SB, AT A NEET

IDRERL 1159, (PSL 60 mg 7| 5e &M fiR A #EFF L TN D,
S - B
7 AF 2
mg % 1 HENR
T\ &2l 5)

62 [Rituximab #&532%0 U, EWIE R4 (e MUFASHHSG T |FFP « A7 A R|375 mg/m?2 % 1|FFP(3~5 |3 [e 5%, MR, LDH K OE UL E DT, K

5 LU B M M ok e e i | O FAE TTPL ] |k v 2gdis MR T, 4 |k TR DT R ZFRD, 4 VA 7 W TGRSR
(mPSL) EIEAEER 57z, ADAMTS13 i5VEIE 8% % T L&A L, ADAMTS13 1 >

IR PSRBT
(EEAR M. 2006:47(12):1528-1532.)

LITRHERRRIE
3 G 7E
#5)

b B —ITHR AR, DRI CHIEL0 T, #5420
J9 H 0> ADAMTS13 /&M T 70% & IEF I L7z,
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. T PR HIVEE s - & CiRaERES B - e
63 1M FIEME MM L R B TR - | 1 MR e | MAEACHE - FFP 0|375 mg/m? % 1|7EAEAH] AR 544 12 1 Al LBz R L T\ b,
5oL rituximab A-#35. U g Lc|TTPL 41 WLk - A7 R, A
I/\%) 11'5” F“IVIG'E“/? 4@&5‘
s e VAF-7nm
(B ANGRR cE i 2Ry v
2006;20(5):358.)
64 |rituximab £ 512 5 0 A1 TR [TEREEIMEOE | Az 52N A HA FEER 15 7 H B £ CTHERZZRD TR,
HEOTESRE TTP O] JSiE TTP1 17 1 W EIEIRE C. CHYH AR No.62 & BEE D rIFEMA)
(B M. 2006:47(2):143) RE T I
65 |RHIE MR B L. 18MEERM: T P AR « 271|375 mg/m2 % 1| FH/AN JURL . BN IMREIIEHE L7ehs, BRI/ B ARk 4
TTPGiUk i MR sk L | TP B A R - Huf v TR, § i s UCARIZ B S U, 5 0 AR a1 i %
- - L7V R |4 RS HERFL7-, LonL., AAREMMNS 3 A% LY, #h~1Z LDH
- Rituximab &0 D) Fo - Wi > 5 i MO b2 58 IR A D9 UAEL: 7= GEL
(H AR 255, 2005:47(6):646.) i#¢> LDH 13 746 TU/L, if/INS08iE: 6.9X 104l T 7).
66 |Rituximab 2NERNCd - - HEEYEMA | MUK SME | A « A7 v | & h5-8AH A HA ARE A%, RN FRREEIR S O Il L7, i
i/ A A B D — 1] OEERYETTP1 | F(PSL 60 mg) |1 JERIRIN . SO ETTREE L, Efa BT,
(B M. 2005:46(8):899)) ol it 2 B
67 |V YT~z k0 se g cBE - [HHANE TTPL ] | MAEscHs - 271|375 mg/m?2 % 1| MAEASHL - A7 | AFIFGA%, IO O ADAMTS13 {EPED E5-
SEHBIE R VR 2B A RrVVARRE (EFEFERET, #HeA R2ULA JADAMTS13 A > b B4 —OIK F 27807 7o, stz
(mPSL1g# 3 H|4 [5#%5- FFEmMPSL 1 |IEL, EfRICE ST, LB AT oA REMEL O IR L7223,

(BEIR .3%.2017:58(3):204-209.)

G-, L% PSL
60 mg)

g/ H % 3 HIE#
5., Ut% PSL
60 mg/H 5
R

FEREDNS 15 4 A . ERE RO TR WG oS TTP5
W2 b EEN TR Y. 375 mg/m? % 1 JAHEIEIET 4 1]
#E L. CR Z#RHT-),
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AFRNZITF DAKID TTP (24 D AEE &G04 (Fix)

No. FEERE PRI BNV ML - H& | PHRRRE B - 22
68 [IGBRHEHIMED TTP IZx LT Y o~ [IRBIIED | - 27 21600 mg/il%: 1 | mifsste - 25| KEG] 1 : AN 57005 5 RIS, M AR 7,
TIRELh T o7 2 5 TTP2 (4' (NAVIDLS) 372 3@[3535@3%’5‘)\ FHEA Rrr 2 [ 5441213 ADAMTS13 1 > b B4 —3 il L,
e A mPSL 1000 mg |7 [EIGER] 1) X |15 ADAMTS13 /%1% 85.6% £ C B Lz, #lEhn
(SRS P2 FAi %3 BRI (125 Bl 5 E 5 24T, FEREARRDTLL,
=.2017:44DP-112°3) {5 2) FE(] 2« AFIRIEE S 10 FAIT, U NSRS BE L, 4[]
Be 541213 ADAMTS13 1 v b B4 —)fatsfk L,
ADAMTS13 {HF1% 14.6%FE T EA- L=, #laE57
5 3 W ARES, FPEARRD TR,
WHEFNZIBN T, AFNZ X DB B2 72BWER ORBUIRED Bt
2o T-,
69 |HEAMEMAMEIL M MBI -9 |BEAYE TTP2 1 R 1 JER 1 SER 1 JEG 1 AFIEE G T4, Iz Ik L, AT a4 R&
% Rituximab O F5ER MR 25 11| 375 mg/m?2 % | IMIEASHR « 2 B HIE L7, D 2 . PR AR TR,
ey, - 4 R(PSL 1 1EAMFEREC| TuAa K 2B  AFHEIZLE D infusion reaction SPRHA) 72 5
(EFTINRBACER 2017:65:9-14) me/ke/ ) G 4ENES | (PSL1 PR AS B L LT R, I3 &
ER 2 SR 2 : mg/kg/ H 75 nignotz,
MfEAsHE- 257 1| 375 mg/m?2 % B0 JEB 2+ A G4 b ML 2.0 X 104/l LR THERS L,
4 RmPSL1 | 1/E4%5 JEB 2 : VAT R R ORI DT L7, 55 1499 BT JRUR
mg/kg 75 2 MAERTHE - 2 I LY | L,
mg/kg (ZHE 5) TrA KoL
AL
(mPSL 500
mg/H)
70 |5 A O mRe iR Rk | TTP4 61 2T uA RV A13T5 mg/m2 % |IAEAcHA(2 4, |AHA (5 1), AH13 (2 ) & OV TTP (4 #)od> 11 #7410 $1 T
Y Y E e PR OV | (2 T B A RARPEEmPSL) - A | TEFFET, | 2 6I3r |7
TR 1 B - i - RIE, 7|7 R A R(PSL) |t 48] %) TTP O 4 i 2 G CERFEMAFHERBUDED S FEBL L T2,
(R I.72.201 7:28(1):42-46.) iﬁﬁiz%z
TuA REMA
DS IR

5] FFP : FrftsismsE. PSL: 7L F=Y 1, mPSL: AF/ATF L R=vrr \IG: #E s a7 ) U #HEE
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(6) LRt (1) 226 (5) ZEERTCEADREGHEICHONT

<EERHE « ROV T>
1) HEyE M XM O TTP
BRME TTP 2k 2B EEIIEE NS TIZIE KL TE Y, TTP 2T 55 —=IR
LT BIARIERMIELBETH Y, £ DFEFITAT oA R L IFATaA R
FOVAFIEDR R S LD 989,

PEEMIE T2 2012 FFITHR LRI A R T4 I Zid, %KY TTP X EER
BRETHDL Lo ZMBEHSNICIIEZIM AL T 2 Z L RHRI L TWD, Ll
RN D MAEARH G NA T 1 A REEICR U CTRUME 2 o~ 38R 60 i A # iz X 2R
BWMCHMICEL TCHOHEET 20038 3~ EfFET 22 LNHALNTEY, ThbDJE
BHIH LT Y R~ 7L HBWAm<HRI LTS 29, £72, Clark!® b OEFIK
911 AREAER Cld. #EVAME ST E RN TTP ISk ¢ 2Rl VY v~ TiHFEICE D
EUWVEMER L AFRPHRE SN TEY . Coppo2DV=° Lim220O WA TH ., #yaM: TTP (2
KT DARAFNOFEMERWE STV D,

EWNHTA RFT A BN TH, %KAM TTP O #R 60 R AR A LT, s #
WMATY YR~ THREGEE2EZET LI IOHLEL TV, ADAMTS13 inhibitor
boosting FEFNZ XS L TIEZFR S HESE L TW 5 5.0, F7z, BN TEM S Minked )
WD PEEEBE)S (TTP) 12xt3 5 U Y ¥~ 7 OF I MHEMIEERER) Tk, #HEH
TTP (29 2 BRI AZDMEN s ST 5,

L EEXD . RHZERMESOIFEMED TTP B IR BN TRET 22 &13% Y L
FEADBND,

<HZEME - HEIZ>WnWT>
1) 1[E&®H77ZY 375 mg/m2 % 1 FEE R TEF 4 B A E

Eiko 3. BENFIZARDENI O AR CHR - [REZFIZOWT) @ (1) EEA{LL
kR, RN RERBRE ITIR D A E LR E L CoWmERD . [ (2) Peer-reviewed journal
DR, AH - TF IV AEORERI ] ITBWTORLZEY S TORF GBI
LHEDIZE AL T TAAI 8375 mg/m2 2 1 EMMRT4EEES] PEHILTWDS, £
7o ERATA RT7 A4 TH TAHK 375 mg/m2 % 1 HRBIENEC 4 H&EE5 ) nHERIATE
v oo.6 ENTEN SN TR/ YEEEDR (TTP) T2 YF v ~T70
% ITFEM 8RB b [AH] 375 mg/m?2 % 1 BRFE T 4 W& 5 AN ERH Sz 1w,

¥, AH 375 mg/m2 & 1 EMMET 4 EERGZE 2 TS LWEX, Tsaidd ok
i 8 E# 5. Froissartl9.2D.22 5,0 2 HHIZ 4 B 5 Th -7,

UL bEXY ., #EEMESUIEREMEO TTP A IS LT TAF 1 HH7-Y 375 mg/m2 % 1
MR T AR 752 L3R YEEZD,

<FERBIALE ST ICOVWT>
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AANZ, EWNHAD TTPIRRICET 20 A R4 TRESNTWDHIEY | 3 XITHEE
PED TTP BHEIZBIT DRI L L TR STV D, AFIITH CD20 €/ 7 1 —F
NFETH Y | R TH % CD20 5 B Mild 2 5% 95, TTP (IZ3\W\Tid B il
kDOHURE MG EA SN D IgG B ADAMTS13 A e X =K EEZEZ HND
T &G T OIS T M AZ I U TRRIERHE TH D IEFI @B IER) IS 3 2 M 0 k9
TEFNCH L THZITH L EEZ DN D,

FEIWNSDIBIEIT A BT A 2B D ARHNOALE ST K OARAN O E IR 2 £ & AA
VREEEME SO ME TTP OERERE DO —2> L LTAMNTH L EE R BN D,

4. EfiT_xABROBELE F 0 HIER

JE A TR EA T TR R BRI R F ) o —& & LT, Tkt /s 5.
B (TTP) 12k 3 2V Yo ~7 0% I MEMEERR] A% I, 2015 4 3 A2
BB/ ETLTWS, HEFSICBWT, EfiT_XEERITI2VWEEZ D,

5. %5

<ZE DAl >

OB Y . FIESUTEEYE TTP 232 U Y o~ 7 IREICOW T A MK OV
EUERBEDOOLNTEY, ENNOHTA RT A4 IZBNTHHERERINTWDL Z Enb, TR
TR - FICA DO EE | ICBWTHEEINTWDEY | REZAGRIC T IT TAFBFED
AlRetEE CHRETEE < FE L ET,
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