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ARG TIE SLE (24E 9 M/ NIBAED 9 B, 1TP OIFRIZ OV TR 5. ITP 135> THr
FEME M R SEDERR (idiopathic thrombocytopenic purpura) OBEFRE L THW
D AVTz . R L IR R PR SR | UG 72 & OFE K 23 B T 72 Mg R 72 I/ MR
DIERE BT HRBEEE T, DRETIIEEICHE > TRERR, BEEROSE R4 & L
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SLE 13X U & LB, b MuERRT A LAY any 2 — . vr g ok
YiE, U L SBEREMER R ISRk D TR TTP I EHE N D (A ADERFL TIX, 1T
BB L0 —PEITP 720 Tle< ~Y a Ny Z— - v'a U BHE [TP, U7 F 4
FEfL ITP © & Te). SLE L IR 1TP O EE /R KRB TH H. 1TP OFFRBIL—kM:, —
W00 67, Fulil/ MREURS I MR IS L, 7Y = Ak Szl i
P37 & AN R TR S A, Pl MR B EAZERICAE & L Tl MREA:
Z ST 58I K A [10]. ITP O—HFiDEFE ThHt b r VAR AR=F o (TPO) S IRGLA
MPEAE S I, M/ IMRIKIEARIC X B BEARRE N FIREE & 72 DI FET D [11]. = OBEE
I XM ITP LV SLE IZfE D ITP TEi<, 12% & DHENRH 5 [12].

—RME ITP FBFE 0 37 16% 23 & HHZ i/ RIS E LASR D SLE #8iEom A S a5 23 R B L
SLE ~DBATNME SN TS [13], 72720, ZO X5 BIrHlE, 1TP 2L v Bt
EEHUREERE, BUSS-A FUiREEME, $1Y VAREHURG M/ & DR R 2580 5 Z &
M\, 14, 867 4 D — kM 1TP A 2 & e 26 DAFZED A X BT T, IBBRIRI tiz 311
AND—VM: ITP HE A SLE 2 FHE L (2. 09%, 95%15HEIX [ 1. 8772.33), SLE FJE U A
7 & L TR L ORI EG M R Sz [14].
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BT ET VAR LRV, £ 2T, BARBOECRESIERE b &1, BATEE
HEYR PR BRI I 3 i Y e ] R I AR 12 B9 D AR R L 72 Tl AR M I/ )
WD PEES BT O S I IT A F 2019 tEThil) 2 S M L [15], SLEZPES ITP %7
DB ARRT S, Q23 TIEV AT ~T 4 v 7 L E2—%17H T, PubMed TDIL
BRFR 58 & KT narrative review Z{ERK L 7-.
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(AZA), 7o zxRY v @SAMER), v Z7akAxA773I K (CYC), VT 7 xz=/LA
VIR (BEIOMER), 2y — GEISIMER), BT v hnmA R GESIMER),
a7z )= MEET = F 0 WF) GEISIMER) ~DAA T, E3BMIFHT 5.
SLE IZRED ITP TIE—WME ITP IZHARTAY a7 Z— - v a UREOEIMEINZ &
DHEINTNDHOD[16], SLEIZHED ITP & — WM ITP T2 S IEHEICxHT 2 KOk
PEDOZERIZBIT DM IT RV, ok, XY —UIZ BRIV U, Bk G
i, MARE, B 7V a A RICIEREMREEE 2 EORIERR#E SN TEY, U
AT« X7 4y NOBLENDBUR CHEAKSIITZE A S,
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T7—ARTA UEHELE LTO GC DRBEIZHOWTHEIN ST TORENH SH. SLE (T
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72771, GCIERICRh R e L7-B1E 22% (G2 14%, BRI R8%) 1T & &
Fom. BINTAFALTL R=Yr (mPSL) 7V RPEEZ T L7 10 fil, s o
7 UEERE (IVIG) ZHEfT L7z 31T, ZNEN 60% (GE2ZET) 40%, #insE
B20%) & 65% (GEREY) 39%, HHZEE) 26%) ORIFRIZS7T2b OO RIT—KF
M TH o7, GC HIMTHRERARTDOHITIE, ML 22— BT A IG5 E) Bl
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AR 27%) Toh o7z, 53D SLE IZff: 5 1TP Z x5 & L7zhlo#m %8 Tl
& GC TR SN T R COBHE IR ZR I/ MO 280 7275, 44%I1356%
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D, TRTCPBREEFROT- DG LA 27, BERARLIC—EBWEN 2L, HEITN
HThHDH, ABEEET S35/ ul KD ITP ZH T 5 SLE A 47 B4 D% 7204
RO & IOV THRA L2tk & 27— MFFETIL, CYC X AZA & bhik U C R
FAELFRMEN -T2 2 ENHE ST 5 [19].

WA, —WMEITP H 5 ® T MF OF HMEICBET 2 8E N2 Tnd. i <Iig, holpE
RO L2y SLE IZfE D ITP (232 MMF i ] C BAF 2R RS & o LIZIEBIRE RN 5 5
[20], —WMEds JOZWRME ITP B3 46 Bl 2 xt5 & L7 EAF5E T, MMF D&%
I% 52%, FERTETIT U TH-72[21]. T OERERE 2T, —&kiME ITP £3 120
Bl kt% L L= GCIZHFH LI MF O 7 7 — 2 T A VIRIEICE T D208 & 2ot i
it U7 M A bbbl sk 2y ks S dvf= [22]. —WkPE 1TP & % 1:1 O T GC D&
(BEYEVRIREE) & GC & MIF (RIEIOFHEE) I2IRV 31, FEEM CRE 2 B L.
FEANET T N STIEPRIRCT, WII0FHRE CIAEEIRIERRE K 0 IR D7
< (NYP—FE0.41, 95%ZHEXA 0.2170.80), M/ MEA 10 5/ u L 2882 -0 4
BIZZ o7 (91.5% vs 63.9%), i, EYYE/R & DA EFRERIZ OV THMZEITRD
Teinote. —RME, MRS DT TP IZHIT 5 WF O AEE G L2 9 DOt D
A BT CTIE, 77 —A T4 IRFEE LTGC & OPFHHT MIF 23 H S =6, GCih
PERPCHTME IS LC MMF 238006 L 7= 411 B3 E £ 4, MWF OZRZhRIT 62. 09% (95%(F
TE X [E] 43.29777. 84), 52228 3RIT 46. 75% (95%ISHEIX [ 24. 84769. 99) T - 7= [23].
HEFEZOEIAIL 12% (95%FHHEIXHE 6724) TH -7z,

ERe®sruuxr (HCQ)
Khellaf SILif MDY 5 75/ 1 L ARG OHUZHUARRG M D — VM TTP 3 28 ], SLE IZfF
9 ITP B3 12 D FF 40 HliC 1T 5 HCQ DZhRIZHOWTHIE L7z [24]. 36 451 (90%) 23
F&10 GCIZIBMPFH S Cuie. e 2 [Pl LTl Mgk 3 7/ u L L EZ TR L EFRE L
T-BRDZFRINRIL, SLE ITFE S kM ITP T 83% &, HUEHUARRME — R ME ITP @ 50% &
Digdole. Y LTz 24 B0 RAE 64 » H OEAEBIZEHIRMIT, ITPITRT DR L
255 1, HOQ Hi&I2N 12 5l Tdr-7=. F£7=, SLE E721% SLE B\ > ITP /N 17 1 & %t
RL LB AMEIETIE, 8%, | FROBINFRITENEI 4T, 1%, 82.4%T, IR
hEHE SN BICH I/ MR R E L TEY, BINEEE Loy~ 7-[25]. ifil/Mi
BT 42 7> A O BB e S, HOQ IZRSE L -FIERIZERD R0 o7, AR

-31-



ZHET 530/ u L KD ITP 247 5 SLE FBF 47 FllTkT 2 1R MS & FFRIZOWT
T L& ak— MFE T, HOQ OB ITEFRAEFROLER L BEE L T
[19]. HCQ IX SLEIZfED ITPIZxf L CHMTH S, SLE BFE TIL HCQ R AIfEH 3 %
T EMD, HERERSTZIEE D TV,

EE]

—WRME ITP TIE, GC AR, E - IXBE T O3, BWEH D=8 GC kA3 R 72 5112
T DRI RTA ARHFE L THRMMARIREND Z 13 H 5. Pl Tl Mt
PEAE, I/ IRRREE O 232723 T do 2 Pl 2 B D bR < 7o 0 B2 ITm <, BT 80%LL
F, 5 U EOEMBIZETY 60%LL O EGI CEMNE LD [26]. L, MigXe
EEARE LT 5 T EEMR CTH D Z LD, SLE BE TIXBERCME R 2 EnEES
BENTHMHT LAX—IFHEOBEMECHED Y 27 P& SN TE 7. 7272 L, SLE
(ZfES ITP B 18 BNCHIM A FEhE L 7o 1m SRR TIE, 65% Tl MBS IEF{L L,
SLE O¥HEII R BN o T- E RE SN TWA[17]. SLEIZfES ITP ISk L T 2 5%
RN 25 il Akt G & LT BIORFZETIE, HRAE 6. 6 FEDIBIRFIA R, 64%43 5227 Th
FITEAS R AR L T2 (27, 72721, R I3 AR TR T8 2 FRE AN SR Y e I
BIED Y 27 BHINT 5 Z &, IBEEGETITC LA O ABES LI Z &2 — R
ITP B C b Ehildl> T\ 5.

RTX
BRI A AR RTX o5 (375 mg/m’ i A 0 1 [, G4 %6 A5
TIEBIEERE O E ITEBAFET 5. 9 BIOFEFIER T, KRISH 100%, FfE 56%Td -
7= [28]. Rl 16 BlOIEFIEEFE (SLE 13 7], IRGYEREGMAR 3 61) TIXBUSHE] 82%,
EAR A3% & WM S TWDH[29]. 7o, 1TP NIEHEAIG L 72> 7= SLEBRF 15l L v =—
7V ANEGREBRAE T FlO% AMERFZETIE, 6C, HCQ, T4 O] 3R 217 -
THIEPUEZ R LISk LT RTX OZEY)HIL SLE T 73. 3%, ¥=— 727 L JEMBERET
100% CdHh~7-[30]. 7272L, BUFEDH B 30% 235,17 5 AICFHRLTEY, &
PRIFFIZ mPSL 7L ZJRIESS RTX OF&EIC L » TESHICEER /N FEhH L~V %
T/ AEIE L2, 2 68ETIE, RIX BEICEIAERS L LTRSS,
EERYYE (Wi 72 &) 2N STV D, 2005 4005 2015 ADIC SLE B faz
M ERIEIZ R LT RTX IZ K D16 & =T 72N SLE B84 71 f5i (1TP44 5, H %)%
PEE MMM 16 B, Evans JEMERE 10 B, JRIFFERES | ) ZxtBR e LizZhisx#mE o
R— MFFEN 7 T v A THEM S N7-[31]. RTX 5RTOIREANZIT GC A3 100%, HCQ 23
88. 5% Tdpo7z. RIX ITHFT 2K TONMIZTZNZIT 86% (ITP 91%, H Ay My itk
# il 87. 5%, Evans SEfERE 60%) T, ZDHH 60. SUNFTERRBHN TH 7=, HJAfH 26. 4
A OBBFARI I, IS E R L2 61 Blod 5 5 24 4 (39.3%) 2AEFRE L, 18 #ilH

-32 -



16 5 (88.8%) T RTX FR/AHEIZ LV MEREANEIE U7z, 3 il CEIERYVEN A L7223,
TR - 72, £72, ERHAERTX (100 mg A A 1[E, 34 FER) oF AL
IREFUTUWN D, SLE IZFE 9 TR TTP B 10 il 2 kS A & RTX % 5% i
L7oWFZEClE, 36 R TRKIT 506 Th >72[32]. GC AIGHED SLE (ZfEH ITP I
*F LU CHRH & RTX TVRHE L7z 4 BIOSEFIEFRETIE, 2 B TREZRER, 1 HITH =2
BHNEZ ERRE SN TWAI[33]. —J7, SLEIZFE D HT TPO Z FIAFUARRG M O HEH £
ERAE i/ RIS E L2 LT RTX 320 T - 7IER b s ST 2 [34].

TPO S A/EEN 3K

— WM ITP TUE TPO ZAAMEEHE (v hr AR %Y, B I 7 aAF L) OFAERF
SNTWD. ZHHIRFEIKIE, —RMEITP 235t & L= 77 & Ak IRIEAE 2 b i sl
T, MROFMIZH)0 D5 GC 722 EOFHIKD W IE F 7o 13 E K 8 FIDAER T AlEE
ol Z ENWMESNTWAI35, 36]. /L b R T OREFRAERIZE| & foe\ T E i
SN A — T ANEE BRI Gk S e — kM TTP B3 302 BlORE 6.5 FD 7 o —
T FTF =2 TIE, 8.6% (264 (CHARIERA N b GEEEIRIASGE 1118, MM
i 3 4%, OFRETE b, BHEERRE 31F) ZRl, ANV FEATT =7 v T HH
(ZHAF L2 - 72 [37]. SLE (245 TPO Z BIAVEEN K O 2h Bl B U CHEFIEFELH 1)
XWFENFAET D, TV ha VRS TIRIE SN 3 HlOME TIX, 26153 6C Fik#
SHLL BT v /M5 T/ w L UL ERMERF S, AHEFERITRDho72[38]. H
M4 10 X HFFETIE, GC & SRz L b o LR 7 B ANBEH L7- 12 6405 ©
MBI L, IAegEke A X2 R &R 72[39]. 7T o ATHEHE X7z TPO
SAREIEBIEE COIRFE AT 72 SLE IZfE S 1TP B3 18 A DO Z sk % Al & 2k — M
Ze Tl 1 A EFR<S 2B (94%) TZEZL7Z[40]. ABFFE TOREENIIHY IEEHA
Bt 10 BINE 4L, 2D 55 5 BIIHLY U IREFINEMRRE L 2 STz, fl
14.7 72H OBHHIF I 4 I CERMARIEA N> E2RBAELT (96 1 HoBER
APS). F7z, HUU UNEEHURRRMERT b FIRIARIEA N2 F 23S 2 A LTz, TPO %4
IRVEBDER T — WM TTP & [RARIZ B W REEMN SLEIZFED TP THEIE I ND L OO, FiL
U RSB HUABE M 72 8 IIARSE VU A 7 O Mt L CIREE 2k A2 5545 .

RY L=, T=uuhses
SLE 12kt L CHRER HT BN A~T, T=710h~7 OEIEL(LIERER I, Hif
Bl & 292 B O M/ MIOBE 2 A9 DIEFNIRIN ST D72, TTPICKT 5%
RIIWI S ThW[41, 42]. —7, GC. SEIMHIEEIEOIE UMD SLE ([ZfF 5 ITP BFH 2
BHIZxE L TARY A= 7GR/ MO, 6C DFENFEETH -7z 2 & Al
SN TWA[43]. SLE I2fE 9 IRIRIKHIME ITP B8 10 BIOERIERTIX, XU LA~ 7 H
H1%12 SLE S BIEEMERE S (SLEDAD), #li{A, HUDNA FUfli ot & & b/ M b
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L, BORT UL RESNTVD[44]. V—TABRENRE LT =70 b~
T DT TR IREVEA LR T, 77 v AR LI L T =7 n A~ 7T
M/ DN SN, FRICR—RA T A L TO IR X —T 2 AT REWD
BT BN R E o7 [45].

—RYE ITP IR 2 B T 5 0 FRERITERE

—RME ITP TlE, 77 & aset RV E 2 (L L EGERER TR 72 7250 TR O A F PR S RGIE S
, WBERERIEDIADR > TWD. JlgTe )7 —8 (Syk) EEERRIRA YT =7
[46], BRI Fe 224K (FeRn) FHEIE=F HLFFF F[AT1IET TIZ ITP OXx§ 5%
BENARBIN TS, L hofFay o —¥ BIK) BEERIAFITALF=TD
ﬁﬁﬁ%7?ﬁﬁﬁ%ﬁ¢%mm@ﬁ%f%émfwéMm.:m%%ﬁ%ﬁ%@—w
'%HPuﬁLftﬁVF§4y%ﬁkLT@%%MTwé%*ﬁ%éﬁi%%’
MEAFIFICOWTHRF S TS, —YEITP & SLE ICfES 1TP O EEAYRRE T @ L T
Wé:kﬁ%,ﬂEK%5%%@FWKﬁ?éﬁ%ﬁé%&k&éT%ﬁ#%é.tk

, ZAVE CHEME S AU ERREER TIE R ME ITP IIBRIN STV D 728, BLIK T SLE 12
&olﬁ) BT LA MMEICET H1EHR 20 [49].

SHER DXt

FEREH 102y & B 3B IR D & 2 B HE P ESEVEAL A A & A 856, Hif Y R 7 %
WD _—ﬁ%_mmmﬁéﬁéﬁﬁ(mmWﬁ57wuLuL)ifﬁ%ﬁ_k@
VETHDH. ABREH T TO IVIG, /Mg iz T mPSL » L AFEENRHELRE S 1T
W5 [15]. IVIG TldA v X7 M AT DO " a7 ) 2 400 mg/kg % 5 H B R
FHET 2. IVIG O L AR Z—IZ81T D I/ MREEINE 24 FERLINIZFEBLL, ZD%)
X 276 BEREHE T D, IVIC TR SN SLE I2fE 9 1TP B 7 Bl x4 & Li=#m
ZHFZETIL, 5 B CH/ MRS 50%LL EHEANL, 4 4 Ci/MdEEnn e &b 6 A
WEseE L72 (501, F7=, IVIG TIR SN 7= SLE B3 63 4 Dk EHFFE Tk, 1TP 2 L
D IR FHIFET /72 1F T72 <, SLEDAT (SLE R FEIEEIMEFEED) D Bl v T 5 [51].
(/BRI T, f/MRER AN L 72 < TH MR EZRBD H Z LR Z,

WL EDONT v 2O
WK E LTI MR E O, Zil s b7e ) BEZRHM OB BN HREI N TWD . EE
AACHEGRBRANFE LW E O A ERLOMINETH 5.

BAE OMES - M

SLE D&k & 72 1R B33 DIRFRICH W B LD G, S i, RIX A EH S TR,
ITP ICK T BIER AWV 55 Z LIZREECTH 5. T4, ABE - B2 0L 5 i3
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A. BFREM EOlERITEBERNT D LIZ L
BRI SREME R g SESE B E (atypical STRENDN, 2 BT allS DJEHE
hemolytic uremic syndrome: aHUS) I%. DARETH D, BIERFOHR R DIEMHAL
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Fe R TTP B3 D ADAMTS13 Bix AT

WHgE I - NARET  ENZEBR AR X — IR FR

MEEE

A R 28 BF)%  (thrombotic thrombocytopenic purpura; TTP) I%. von
Willebrand [Kl - BIWiE%E ADAMTS13 %3k CHRAE T 2 HIRMHEEEA TH 5,
ADAMTS13 JF M2 F I S B 5 R IR D—> & LT ADAMTS13 B B8 H Y . 2k
RKMETIP 2 b 7269, ARBFFETIL, BARIZHIT D5 RNE TTP 55 D ADAMTS13 Ein 1
fifAT 2 Sl L, FIEA B =X LD & & B2, TTP 2 & AR T dH 5 e i
M %E (thrombotic microangiopathy; TMA) DN A R{ERK « EICE 5T 52
LR AET D, AFEIT, WEREEIC SR s, Fr7o R RN TTP SV B x4 &
LICPCREA VI N =y Tt w7 — Ro— v v o JIEDOMNL &
HEE L7, SRV TTP BV EBE ORI CIE S ARG L 720 | 243G ~T 0 S
PE, 1R IFREEAENFRKNTHL Z Enbholz, Y — Ry —Fr v 7k

IZOWTIEHEA O TREZNMZ ., ADAMTSI3 O EE THh 5 VIF O S AREL 72 57,

A. WFZEERY
BHMEOEERRE TH D et
IINHE O PESEBES S (thrombotic throm—
bocytopenic purpura; TTP. 8 E I 64)
tX. Ikifn% > X7 % von Willebrand
~+ (von Willebrand factor; VWF) 7% fF
Bzl 2 mErae s 7 —+8
ADAMTS 13 DL AN F N THIET 5.,
ADAMTS13 & PEDR KT, JERAYIZIX
ADAMTS13 BHnF-FH T, BRRAITITH
ADAMTS13 H Efifk (f e B X —) O
L CHE Z 5, ADAMTS13 s 7RI L -
THEVERIEHRATIRIET S TP 25K
4 TTP & % M Upshaw—Schulman fE{BERE
(Upshaw-Schulman syndrome; USS) &
M5, Fexid, JERME TP BV BF O
ADAMTS13 AR F-FAFHT, A AR AN —fiRfER D

-76 -

ADAMTS13 Jif# & AR T2 0 43 .
ADAMTS13 #& & % v X7 B O %,
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% R BREC & A i Ae MER ) i 3 E

(thrombotic microangiopathy; TMA)
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ZHEIE LTWD,

ADAMTS13 DFESATEMEDS 10% AR T\
MoA e BEX—RREMETHIL, JEXR
PETTP OFIREMES mW & 2 b, B
FIENT 21T 90 Bx LT E T, R
TP 5t WHRHE R L OFEEZE I
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FEREJRR & 72 HBIE TR 2 FRIE L T
7o, —IC, BEEEANEDNL DA
F OB OB EERYNT, EBE O
KT V% PCR CHANE L CHEILE S
BT D HE, TIRPDL PR A A LY
M=oy ZIEIC Lo TIRES I
%, Fox b £9, ADAMTS13 s+ D% =
7Y OIMNZHEST D PCR I 4~
—ZHWTHIE DNA BB/ Y %
BRI HE U, A 2R ET 5,
ZAVE TITAT o Tt Tl K9 9 Fl e
BHEIZ DOFHETHEHE~T n#EaH D
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PWETIREAY T v bidv—o L, 5
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EHEMLTE, ZOHET, ZTRETIZS
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N CTH Y c. 1T8200A IR ETH -7,
He KM TTP B\ R B O ADAMTS13 &
f5f% PR #A VI vy —Hro
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