S TTP BB IR A AR+ 72 MERASH#E & BRI 7R ERIR & D BEE

WHFE A AR R RERSIERRY: failmis %

WHoet 0 Atk Buz RBESERRY: @il 2RI
MREEE

S M AR PR L RO PSR BE) (immune—mediated thrombotic thrombocytopenic
purpura, iTTP) IXMMAEAZHADE AT L o THATFRN KIEIZSE LN, 2 un
TR E L TR 10~20% & MVBE L S A2 78D 5. ARFFRIEAR B IR R RS i 5
MARPERU N A SE (thrombotic microangiopathy, TMA) LoV & b UIZ&&E S 7z iTTP
BE aR— F2HWT, ETHICET 2 BEH S sk LM 2 3= & U7 ipieikin
IZOWTHE 21T o 7-. 2 EHEZR7-L,30 AL o7+ —7 v FHE 2515
iTTP fBF 240 £ & x5 & U, ZEA78E 195 44, TTP BEAE TR 32 44, TTP LISMZ L B 381
BE 134D 3 BEC T TN 217 - 7=

TTP BEEAE CHE CIX A FREIZ L U CARBERF O LDH, e B v e g7 V7 F =
EAFEICE <, TTP BhEIE T & Zlfanlad & OB R~ S ivfe.  MAEASHa R D
WO XA AFRE 10 [B], TTP BEEISECHE 2.5 [B], TTP LISMZ K B5ERE 5 [MICTH Y, TTP
BIHE CRECHEICD 72y o 72, TTP BIEUE T IX 2B 23 ABith 30 HLIPIZA B, Bl
SRR AL 5 B & RO TN L B b7z, 32 441 26 A DZERO MEIR T
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LTV W RS, QIMAER A D[R A3 AR
W70 B, QEAKREBRICSIN LB %
BRAM L7z 240 &5t & L, AAFERE
195 44, TTP BHHISE1CRE 32 44, TTP LIS
L DBETRE 13 4D 3 BEICRBILTZ. 722
B, AWFIEIZBWCTIIFEFME iTTP 720
T, ZIRMEATTP s & LT,

F 72, iTTP FECHIZ B L CTIZAE L RED
AR TR A R 5 & & BT, FR
CIIW BT T B 5 7 — % 2L
HF L7

Al YT
ATV BT, BER] D4 BRI O fiFHT
(21X Fisher O EMEMREZ H W=, £

-42 -

72,3 BE oo Mg A B oo g 1z X
Kruskal-Wallis moE & M
VY, Bonferroni JEIC X AL EE AT
S 72 TTP B BARHSE 1 3R D MEHT I
Gray DRE & AW, T _XTORBEILHE
kR E & L, P H<0.05 %, Hat2mic
BEAEZRDDLLDOLHE L. 7T
DOFEFNTICIX BZR Y 7 b7 =7 %4
AL

C. MERR
TP LT E R DR N T X —
& — DL

AEAFERE, TTP BESECRE, TTP LIAMC &
LICTHED 3 BEM O BE Y 5, AT —
S RROEZFR 1 1R BIEER
FAEFERICBW TRWERM A SR
7. ABElRs D ki s 7 — 2 1B L T,
/MRS E ~FE et 3 BETH
BEN LN -T2, LDH, #a B U /L
v M7 VT T =0, BRI D-F A
~ =TT, TTP BE#EAE R Tl
PRI b AREICHE S, TTP BHEisE T &
g 2 i F & o BN R I N
7-. ADAMTS13 {5 1E1X 3 BEC W9 v ARk
B 0.5% ARl &L FEWL THY, 1 et
L — I DN T 2T A B IR
7-.

i B A2 HUIT AR AfF A BT 183 4
(93.8%) ,TTP AT T 24 4
(75%) ,TTP LIS DJEREET 10 4
(76.9%) 233V THEHE S, EFREC
BWTEMRED ORI G L.
ISR E I > WD TR A ERE TIE
HAE 10 [8]Cdb > 72— 5 C, TTP B3
CHETIE 2.5 [\l & FEITDR2MER AR



Ao BIBREATBA REBXOY
VxR U TR LIZREDOEIAL, &
HIC TTP BEESECRAIC I L CAFERE
TRl £, AR D OBLE
1% TTP BHEIAE CHECIIH Sl 5 H &
FL, RO TNEL LB L.

TTP B L HED B DFF

TTP BB SET-REA 32 4 & 3BMIc T L
72 & A, AE 30 BHLANIZET LT
BY,FTH 25 A ABEE 10 HELND
ABEte B HNCHET LTV, S 51, T4
IXZZYRIETCLTEY, 205 B0
6 £ 1T HBEAL N 22RO M EAK T 2 & Lo fifi
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KL AEGFEREFEFTERDRIKR/ XTI A —X — DR

Survivor (n=195) TTP-related death (n=32) Other cause of death (n=13) p value
Age (years) 54 (37.5-67) 64.5 (49-74) 77 (69-81) <0.001
Sex (Female/Male) 117/78 18/14 4/9 0.12
Blood testing on admission
Platelet counts (10%/L) 10 (7-15) 11 (7-16) 9(8-12) 0.63
Hemoglobin (g/dL) 7.7 (6.5-9.2) 8.0(7.1-9.2) 7.8 (7.3-9.9) 0.51
LDH (U/mL) 975 (695-1326) 1637 (1003-2637) 958.5 (742-1132) <0.001
Total bilirubin (mg/dL) 2.8(2.2-4.33) 4.23 (2.65-5.85) 2.6(2.1-2.9) 0.014
Serum creatinine (mg/dL) 0.86 (0.66-1.13) 1.285 (0.90-1.735) 1.06 (0.74-1.47) <0.001
p-dimer (ug/mL) 3.77 (1.52-6.3) 9.2 (5.4-13.5) 7.6 (4.25-9.5) <0.001
ADAMTS13 activity (%) <0.5(<0.5-<0.5) <0.5(<0.5-<0.5) <0.5(<0.5-<0.5) 0.50
ADAMTS13 inhibitor (BU/mL) 2.7(1.5-5.4) 3.25(1.85-5.5) 3.3(1.34.2) 0.62
Treatment
PEX (number of patients) 183 (93.8%) 24 (75.0%) 10 (76.9%) 0.001
PEX (number of times) 10 (5-16) 2.5(0.75-7.25) 5(3-17) <0.001
Corticosteroids (number of patients) 188 (96.4%) 20 (62.5%) 12 (92.3%) <0.001
Rituximab (number of patients) 79 (40.5%) 5 (15.6%) 4 (30.8%) 0.019
Follow-up duration (days) 770 (241-1810) 5(2.75-10) 719 (61-933) <0.001

Data are reported as median (25-75%)

LDH lactate dehydrogenase, BU Bethesda Unit, PEX plasma exchange
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