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Guidelines on the diagnosis and management of thrombotic

thrombocytopenic purpura and other thrombotic microangiopathies.”
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Blood. 2005;106:1932-7.%
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4. BERBFITOVWTERAITRL L =BSMNRREBRAEICOWNT

HEHANEIT OV TR M T INE L 7SR EER 1T 7220,

5. EEZRBICRHIERNDOLARIE - BEFICOWT
(1) BELELEHER, ENPEABRFOARMIE L TOHREKR

RER 2 NG L OB SNV T, LUTITRT,
<FHMZ BT D IR ARBR S >
1) Remission in acute refractory and relapsing thrombotic thrombocytopenic purpura following
rituximab is associated with a reduction in IgG antibodies to ADAMTS-13. (B J Haematol
2007;136 :451-61) ®
FEIRPETD TTP 23 (14 1) SUTFERMET? TTP BE (11 6) &5 ICIHEEMRIERT SR
WEM SN, AT uA ROV (RO 3 AfE) MOMmSEA# (i Mans 150 X 10%L
A5 FE CHBME) OFH T T, A3 375 mg/m? 3 1 BT 4 [BlES5 Sz, 4 (8]
HOARIER %S ADAMTSI3 {EMED G 2 TR 5 AEF], IEHL ADAMTS13-1gG 51
DOIEBNTRE L TIE, AT 1 ERRER Thok 8 Bl E TG sz,
BB AHER G5B AR 1~3 AL Coe R BT Y (T Lo, ASERGBRMAH Of%EE]
SR (POE () : 10 A (1~33 1 H)) FITHBIERD btz
BARMIZONT, ETHEMRIZE DFETHIN 1 FIIGRD HALTZDS, MEIE BN IEE 5k
FEIEDEPHZ LY RO NTHFREB R R SN TWIESI Th 72, AEFR L LT
BRYEEINCAE O BRBART D FEMERZ (1 61) 2580 b,
D) MR Z 7 Bk ThE T LT b /MRS IERAL L2 WSGE . SUIEHERIR 2 AT L T b BRARAEIR 23
BALLTSE
£2) RIEIFEIEND 6 27 H Ll EORGE%IZ TTP OGMHER 2 FIE L7256
13) /MR OIER AL, TTP BARAER OW K, KO Ot Ik 2 2T eI 56

2) Efficiency of curative and prophylactic treatment with rituximab in ADAMTSI13-deficient
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thrombotic thrombocytopenic purpura: a study of 11 cases. (Blood. 2005; 106:1932-37) 9
SEHIERAYEY TTPER (6 1) K OVGEMEE TTP SEF (5 1) Zxtg e LicIEE Mkt
HEEABR N FE il < Tz,
WFILOIERNZ 3 LT HAZRE 375 mg/m? 75 1 B[R T 4 Bl 5 <7, #EnatE TTP ©
(R A X OFH FTRE & ST, AR ASHR XA B H-RC Ik STz,
HEAYE TTP TIIASE 4 B A 5 5~14 A BICRFINEMTY [T L, A4 EAES
% ORBBIZIM &P 6~11 B A) FITFEMBIHERF STz,
ARIEOEWER & LT, BEOKMED 1 B THIEERGRHIIFRD S, RIEORHH
EARTEE5Z & CHEBEAETh T,
T 4) (1) i AE P MY M &% OV BRI E (<50 10%L ), (i) T ADAMTSI3 HUiRMED >
ADAMTSI13 FEPER 5%LL T, RO (i) A722< &b 3 B O MBS CTHAICE > TRV L AR T
i 72 3 E ]
1 5) BRIRIEIR DM, /MR > 150X 10%L, ~F 7 1 v >12 g/dL

3) 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. (B J Haematol 2015;170 :208-17) 'V

HEAVETY TTP B Q0 1) SUTFERMEST TTP B 0 ) 2 BRI, Rk
OV 2 2 S92 FE S e IR EABR 23 S S 7z

AFE 375 mg/m? A3 1 ARG T 4 B G S v, MR HIIAREKR G/ TR 2L
12 B 221 T 5 2 & & Shi,

A RO EERHMBE H Tdb 2 TRMBHLG 8 W% OERTEMTY IR 1 DLBY Tho
Too Elo, AFRIFFR2DLEBY THY, 16D D 8 W E TIZFM L 7= M A #im]
B g (M5 AZREH) 1 X#EAYE TTP € 26 [ (21~38 [A]), FR3&M: TTP T 11 8 (8~21
[) ThHol,

#* 1 BIEWRET OEETMR

8 M IRF AL 12 3B 5 24 AR 5 52 A
HEGPE TTP | S8 TTPY 63.6 72.7 63.6 88.9
(12 %) (7/11) (8/11) (7/11) (8/9)
Mt TMA? 100.0 100.0 100.0 100.0
(7 1) (7/7) (7/7) (7/7) (7/7)
FEEME TTP $EfY TTPY 90.0 100.0 100.0 100.0
(10 1) (9/10) (10/10) (10/10) (10/10)
— ki TMAY 87.5 87.5 87.5 100.0
(9 1) (7/8) (7/8) (7/8) (8/8)
% (1%50)
1) ADAMTSI13 §iEME< 10%, $T ADAMTSI3 A > & B4 —>50%
2) ADAMTSI13 i&FME> 10%

2 BEWRToAFR
8 T HF 5 52 8 B S
HEh e TP [ ey TTP (12 1) U 91.7 (11/12) 81.8 (9/11)
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—ME TMA (7 451) 2 100.0 (7/7) 100.0 (7/7)
BgRIEE D ADAMTS13 KI5 (1 441) 0 (0) 0 (0)
HIME TTP SR TTP (10 4)) V 100.0 (10/10) 100.0 (9/9)
“ME TMA (9 i) 2 100.0 (9/9) 100.0 (8/8)
BREREED ADAMTS13 KJHE (1 41) 100.0 (1/1) 100.0 (1/1)

% (%)
1) ADAMTSI13 §EME< 10%, $T ADAMTSI3 A > & B4 —>50%
2) ADAMTSI13 i&EME> 10%

LAV OWT, 1BRBAA 8 L £ T 12 FOFEFFRNEWE S, TONFUIELD
—IEMEDREFIER, R, LK OIRBEIYEN O, HEDOHFERYE ThHx Th o7,
F 7z, BUMEICBSE L7258 1008 2 BICERD BT,

H6) 5~7 R A OMIERH AV &b 2 A 7 NV UTEF 14 BIMER A RER E LTHEBL TS, M/
itk <100 X 10%/L, LDH>1.5X ZEHEME, SRR M AP ICRERAR M BRASAFAE L, BEAE 0 B L ST At oo JRUAI 23
72U FE AR R D AL A 5 JE

7)) MAEZHUS L AR L, 272 < &b 30 ARIZIEHE 22 L T3k > 125X 10%L, LDH<1.5X F#E
ETH > TIEFIT, HriziZii/MEER <100 X 10971 K OIS i 2 i 2 788 72 JE 51

7 8) i/ MEE > 150X 10%/L, LDH<1.5 X JEHE(E, MR 1k K OREHIAFREER O K T dGE 2 42 Tl
7= HE

4) A phase 2 study of the safety and efficacy of rituximab with plasma exchange in acute acquired
thrombotic thrombocytopenic purpura. (Blood 2011; 118 :1746-53) '

SHERI TTP (M)%& TTP &3 34 B, T3S TTP B 6 ) 22T, MK VA
TuA FICAREEZOH LIZBE 02 R OFERMEICSWT, e X MY vary bo—b

(40 B) & Lol 2 I E M RGBS i S 7z,

AT uA REOMIERHOEN F T, A 375 mg/m? 2 1 HERE T4 5 Shi-, 4
Bl H ORI 5% ADAMTSI3 {EMEDIEHEE A FEISGERF, Xl ADAMTS13-1gG B
PEDFEFNI R LTI, AFITHOK 8 [l TG-Sz,

AEO EEFAEIEE TH 5 EMEY £ ComESHREMBIE (FRE GEHE)) 1A%
BEHIT165[H (4~34[E), A MY Brar ba—ATiE18E (6~92[E) Th-o7z,

AT T, RIEEGHIT 37 BF 45 (FRECOMBOFTRME 27 7). B ARV
A hr—L T 38 B 21 B (R E COMIMOTRAE 18 W H) ([ZRDO BT,

LRV OWT, AFEE P KB HA AR 1 FOMICHEO b AFEFRITL I O
LBU ThHoT,

#* 3 AR R OENRERE | FORICEI LA EER

HEFES FEEU L
SEL 3 1
A IE e VDR RIS K D 5E T 1 f
DEMED TTP I K D5 21
b
AHEEE 5 O g 11
ARIERBE 54 O Iy 54 (fFE haAR=2 T>0.05)
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ASE L B O 2 g 21
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AEEEHOBYYE (1 44 FT) 26 1
YL AR 10
AR 1 (ZaA NPT F 4T 430)
F G REG 41 G RUERE 2 fF, BH@ 1P
BB 2
PRI 61 (CRIGH 31 21, IBERE 1 1F)
HET A T & B R 31
IR 5 Bi/AEE L BRE O 7o\ R Y 1014 CRIBE 1 1. 67 KU ERE)
i SN
— B PEM AR R VE 44 (2 1)
FEOLUN 41 (3 %)
BBE% D 9 O 34
PR & BTE O MO R B 51
BIEPL 4
MR
R EREGE D (< 1.5 X 10%L) 31 (e, ABIERY. FEREYE)
iR BRI 11
1 A5 P
RS ER AR M e 11
£ 5 2
18 1 £ 2 1
Z Do 1 R 2
AR AR
AIR L BH O 20 [ R 17
N— N — D B R pE 11
I~ hF—DIEFE 11
DM OFERR
AR L B B 5 BIER 51
AIR L B O B 5 RE 31
A LEBEO B HME 2
38°C DIEEN 31

H9) WAfERERL L,
1 10) I/ NREC> 150X 10%L 28 2 B BL ks,
H 1) A=Y — R b OlBFE 30 BZ O/ MOEAME (I/MEL<150X10%/L) 12X 2 AR (EROH

Mz 5720,

< HARIZBT D WK AR >
1) Efficacy and safety of rituximab in Japanese patients with acquired thrombotic thrombocytopenic
purpura refractory to conventional therapy.  (Int J Hematol 2016; 104: 228-35) '

FEAMET 1Y SUXFRMET 1Y TTP BE A XIRIC, REOF MR Ve 2T 5 2 &
AR L LTI EMIER RERER N Fef S iz, MIRAZHMME AT mA FEHF L T, A
375 mg/m* 7% 1 HH]ERR T 4 B 5 ST,

A D FERHIIE A & ST AR GBI AE 4 BB OZT 1Y 11 33% (2/6 B, 95%(F
FHIXHH] : 4.3,77.7%) TV FANIRE SZBIE (95%EHIXH O FIRIE 30%) 2 FE
olc, LL2Rn G, 160G 4 MERIITef iz hik Uiz, £/, /M
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ARIERHZ NG 6 BIRFITHEINL ., /BB E 4 HRFE T 6 FlH 5 F175 M/ M > 100 X
10%L I B/ L. 9B 2 BINFERIAEL U721/ M= 150 X 10%L Ziii7= Liz, %0 D 1 4
FAREIRIE NS A F AT ANV AEYYEZ BB, ZOIRBICHW T > 7 men
W2 X BPLMERpED Z2 R L7272, JRERTE V EIE L T2 b O O i/ MENE 64 X 10°/L 12
L8 E o, IBIT, BREROSETEHCRO LN, ME~T7 ol (PRl (§
PR)) 1%, T69EATIEL 9.3 g/dL (7.3-10.6 g/dL) . 1%L 12.8 g/dL (10.5-13.8 g/dL) & V&
FERIL \THMANZRD BTz,

BARMIZHONT, 6 Bl 5B 36 tEDAEEFERDPRD LI, ZONRITEL4DELBY T
Hole, FETHNIFRO 2o T,

F4 REL-AEFES

| R | g HJE
BV HNE 1 0 0
PA b AT a A VA MEE 0 0 1
KU 2 2 E 1 0 0
J IV T HE 0 1 0
T LJE 0 1 0
A e~ L~ 2 1 0 0
WEY 2 v 7 0 0 1
A LA 1 0 0
-0 R 1 0 0
KRB 1 0 0
IR A 0 1 0

T 12) MmAERHE S [ R U CH I/ MREC=50X 10%L, X% TTP Wil ADAMTSI3 A b B X —=2
bethesda unit (BU)/mL % 8.5 % JiEfl

11 13) FIEIOFAENS 30 H L EffE L CHIE &R0 DAER]

FE14) MM O IERAL (2150 X 10%L) . BRAEROUE (B, FhfERYe) . mEHo ko 3 H
HzaTilizIHa

(2) Peer-reviewed journal D#&EE. * % - 7+ 1) S XAFEQOHERR

1) The role of rituximab in the management of patients with acquired thrombotic thrombocytopenic
purpura. (Blood 2015; 125: 1526-31) '®

2014 4210 A 1 HIZ MEDLINE, EMBASE 2D 7 DD — X _X— 2 % W CTHIH L7z,
AL G KD TTP OIRBRIC T 2 BRI OfR 30 (330 17 IOV T LB a—LT,
Z ORER, FIFESUTFFEOBMEW TTP (T3 L, mﬁQ@&WX?n4F’$%%ﬁﬁﬁé
ZEITRY ., 90% %25 BEPIEEHLG D 14~21 BUWNICEMIZE LT, £, B3
FCOHMAZILR S ED RN H D LB X b,

FEEME TTP BF I LI E AT v A REAREEAPATHZ L1280, 80%% i
2 % BE TH/ MO EEIMAGE D Hiv, M/ MO EEMAEE D B D F T oW & 5iE 7
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HAEEMEDRIB I NTZ, LT -o T, LT X HI2EZ 6D,
SHEHITTPOYIENSE & LT, AEIFHRE SN D, AREITEMBER M2 MG L, W
¥ ECTOMMELERE S¥H5, (71— K20)

SPEMITTPIC R U CAREA MIFZHE AT a A RIZOFHT 52 L 2_ET5 (UL

— K2C)
HEEME (MARACH N VAT v A RiGPEGhUE) TTPICx LT, AREITHELSEI N D,
(7' L— F10)

*7 L— R 1 HESEEE N @, 7 L— R 2 HERE DKW, C . BT U A LAULAMER .

2) Efficacy of rituximab in acute refractory or chronic relapsing non-familial idiopathic thrombotic
thrombocytopenic purpura: a systemic review with pooled data analysis. (J Thromb
Thrombolysis 2012; 31: 347-59) 9

Medline, CINHAL & UOF Cochrane library 7 — & ~— Z |23\ NT, 2002 4 3 H~2011 4F 6

HICHE SNzt | HHAME T AN TTP ISR 28 A b L. 31 # (A3t 100 #1)

(ZOWTHAMNT LTz, ARHO TTP (Zxd 2 ML - A& 118375 mg/m?* Z 1 JH [ H b

THEGTL200THY | FHEFOFRME FEHH) (X4 (1-8[E]) THo7z, TDIH 72

Bl A ST AR L, A7 v B S mdlFA O S, i, miilaR & LT,

77 PN, MEEAHR, AT m A B SREEHIAL P, T A R OIS XD IGR DT

HITW e, TERIT 98% (98/100 ) TH V. KN 2% (2/100 ) Th 7=, HHK

HOBEZWIM T IE (FPE) (132 H (197 B H)) ORERT 9% (9/100 1) OFEFN

DRSO HALVTZ, ARZEIZ KD M/ M ORIEIE, ARELPGE 14 HE (2-84 H) 7263880

Hirz,

LEMIZONWT, \EERAFERERL LCLEMES g vy 7 (), (IERIRE (161, A

PR T IR M ORI (1 651) 2SR STz,

3) Thrombotic thrombocytopenic purpura. (Blood 2017; 129: 2836-46) '

4 SDOHBITHAABRI BN T, BHFIER TR ZE O NRh -7 TTP B 57 Hillz, A3
DEEH- S (1FEAETE 375 mgm? 2 1 EEFET 4 B), 89% (51/57 fil) THEARIZ
Ao BAERE 4 B THE Oz, 6 BITHRMNRBD b 3BINKETC L, 2 ODHI
WRAGRRER TlE. HEAME TTP SUXFEZEME TTP @ 47 384k S, A 375 mg/m? A3 2 H [
63BN G S, WG 1 4 LINIC 98% TR RS bill, &I 14
M DB CTHIBITRD SR o723, 24FEB U TIEHENRD Tz, 2 DORERT,
ARIICEES 2 EHERAEERITEO IR0 o7,

(3) HEEFADFREMERE L TOREIKER

10
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<UWHM I T 2 B EE >
1) Harrison’s Principles of International Medicine 19th Edition.'®

ML TTP B T 2 AR IR G ITA N R TREMEN & 5 L el s LTV D,

2) Hematology Basic Principles and Practice 5th Edition.!”
ARIEOMEFH O KA MU UED TTP B IS LT, ARIEEIMSU I MAER B & D
PEHCHEm SNz LitdEli STV s,

3) Williams Hematology 9th Edition.'®

M AEAZHARENE TTP B 1Tx L AR DI (375 mg/m? 23 1 [Bl, 4 HF&E5) 1362
THY, Pl &b 80%DEHIZHNT, REERGRMG 1~3 BHUNICTERIZET 5, %
To. BRI TH Y, @HIL 6 VA ~4ERITHIET 208, ¥ LI2BE ORFEITHRRIC
BOGT % LS TV 5,

4) Wintrobe’s Clinical Hematology 13th Edition.'”
M SEAZHHRGUE TTP B TxE 2 AFEE G L0 | £ 70~90% D BH CEMMN RIAEh
LENEHINTND,

<HARIZBT 2 HBESE>

1) k< brsiite - ki FE oL 20

UTFTORNENGTH I TND,
ARIENIE RYETTPO FARHI 2 HOIZIERIREFRE CTh 2 BAIMEN R ST,
MAEAZHAAIE AT BN L2 RIETTPO 9 5, ADAMTS13A > B B X —3 4
AL TWOIERI CARIEREN A TH D Z EBWEIN TN D,

2) BT—T XA MEEHHFED
T ORNENGTH I TN D,
ORI HEPUE 2 /R TR TTPIEGNCAZR 2 Fe 5. L, ADAMTS13{E 4% D [E1E
LA e B —DRTRBELNTZEDWEDDH D,
ARFEIT5 mg/m?2 4 LIEFIEIRE CARIF 532 Z & TRWARMER IR S 5,

(4) ZEXTEBHEOZEIA 54 U~DREHKR

<HIMNZB T DT A FT A %>
1) Guidelines on the diagnosis and management of thrombotic thrombocytopenic purpura and other
thrombotic microangiopathies. (B J Haematol. 2012; 158: 323-35.) 7

UTORNENTH SN TN D,

11
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AL TR & B iRt fE s SO M/ R 2 O TS RMETTPO ABERFIC
R OAT oA REDOPHTREOEGNEFEINDRETHD (HELEELB)
HEATE ST RO B RMETTPIZIIAE Z 53 & Th o (HELEEL1B)
HEAYETTPICRT L C, MBEASHADBEE 238N L, o AREE T 5 Z L 25 E T
T ThD (HEREIB)

FFRPETTPIZHR L C, MAERHEDBE OB, KO/ IIARIES 5135 b L 721541
Thon (HEHELIB) . F7-. ADAMTSI3IEMNE%EL FOBEIZOWT, AREIZK D
BREBETRETH D,

HEYE R OFRMETTPICN LT AL, @H . 375 mg/m? £ LA MR C4El& 5 &
nTns,

<HRIZBITDLHA RTA %>

1) AR MR PESEBES  (TTP) IR A R 2017

BRMETTP © 5 b, #HAF, BEHFEREIZONT, LUFORHEN 2SI TWD,
M AEA 250 LA AT > T H M/ MRERAS Bl EIZEfE L ngGEa, & L IX15h
IuLLA A EE U C b FEE I MB35 5 UL R I AR F L7235 A, iEss#icin
Z ORI L (AL « ARIIAIKIT5 mg/m2& LA M C4nl&E) #&8+ 25 (H
EE1B)
MAEAZHRIZ K 5 ADAMTS13D % 5\ Bt L CADAMTS13A > & B4 —3 EH LT
DA XM D B Tl RGN D EREZ o AREDOHFH N
RHERE SN D,
TTPIZX T D ARFKD RN 5072 5 F TOMRMIFI0~14ATHH DT, DR
b MAEAZHR N LIRS E N D 5,

6. AFTORAREKR (BHE) RUFEAEREIZONT
(1) BEEARICERDIABTORRKRRTE @BE) FIZOWLT
BAE., AFUZHBWT, HBRMETTP 2K BRI T TV,

(2) ZEENRICHR DRI TORRKAEBRBIER VERRERAREREIZDOT

<AFRIZF 1T B AR 98 >

AFNZBWTAIEKZRAD TTPIZHH L2 2 & AR TE EFREEIL S MHY ., <
D5 HLOKERS T, #HE (MSERHERED) BISUIFRENCELE SN L - R TARIEN
BE S, M/MRBOSE, FBHEROSEE, ESLH) & OREN S DA IR S
oo ETo, THUD 68 WP 0 DIERIRAESED 5 BTN 5 HIHRE SN TEBY . ZTOWNRIT
TTP OHEATIZ L D & B S ITIEFIN 4 fi] 33 40 50 o8 - wfigie ke 2 Hi & Lo ARG 3
71 AR 212 LDH 57 R OV MBS 2 380 TRYRIE 2 (F %8 LSBT L7 JEFIAS 1 41 8

12
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Thol-, FOM, AEEEHOFESES L LT, BIEMEFPERBUIE 3 . 25T B
SRR IR RN AV Ty 7 9 PRBRERYLE ¢ AN STV,

7. DHIEBEORERIMEICDONT
(1) BEEARARIZERDINEANICEITAIETUVARVBARAICE ITH2EHMEDREETEIZD
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WA TR Sz, %R TTP 238 & LRl i i 2R RBR 4R 095, 38
B 8910 i3 EERHIEE & S AU BRI SUTEA GO IE R TE b, BlE
M TOERENRD LN TR, o 13ER 10 TlE, e A Y ar bo—L s
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Ko leZ ERHE SN TVD,
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TlE - 7228, 6 il 5 F i/ MRE D 100X 10%L (9 5 2 Fili% 150 X 10%L) £ TOEIE A8
DOV, ARITCEERIER (B UFEHRELR) Do & ONMEA#L o H1 IR 235D B
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E NI DEFIRER TR DI AEFRIL, 13 A EDBEIAGEOEE - IR THEA L
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B THoT, FHEHNL 3 FICEED DAL, BUIEE T L7z 2 BIEEEMRI 1V 3k FrERiZ¢
THL Lz 1 BN RHAE A DHZ TR O N TR E B 2 SIVCTWTIER Y Th -
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PIEESE ., A, B WK
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97, BONRAREE, JRAIMBEIE, B~ =7 % NE, SRR A N . MORUENE > 3 v 7% BilifARdE .,
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