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555 84 C U & 1 (hsCRP) =5 mg/L, C 2 & [
(CRP) 81. 29 mg/L, 45 R F (PCT) 2. 49 ng/mlL, &
TN T & Gy s NK i i 44 K 117 A& (NT-proBNP)
3953 ng/L; A4 13. 46 X107 /L, Hh PRk 40 i 5 L
68.90% . ZL 4l 2. 16 X102 /L, M1 8 11 55 g/L. Ifil
/INBR 26 X107 /L, $2735 4 D% L R BE B0 o I /IR ik
b,z KT 4. 29 mmol/L, Na®™ 146. 1 mmol/L,
Cl™ 108. 1 mmol/L, Ca®" 2. 03 mmol/L, JR & 6. 04
mmol/ L, JJLEF 109 pmol/ L. $&7R S aIAE . 22
IRE: MR (TP) 72.6 g/L. (A (ALB) 33.9 g/L,
WRR IR (ALT) 27 U/L, K& R IRB I
FEME(AST) 62 U/L, BHLAE (TBIL) 42. 9 pmol/L,
AL 2 (DBIL) 12. 5 pmol/L, [ AH4T % (IBIL)
30. 4 pmol/L, FLER M & HF (LDH) 3786 U/L, Ifil JR %
A (BUN) 10. 25 mmol/ L, MLLEF(CREA) 103 pmol/L,
%Eif 4 351 .PT 16.3 s, APTT 41. 3 s,FIB 5. 15 g/L, TT
19. 6 s, SREEMPIBERS 25 . ARHIHFRER A M B2 E
IRPTR b 2 E e B MR8 iEh iR TPPA 15
SEBAYE. PR BRI (), JRE A (—), iRk
TR TG4 53 WA 85 5 S 7w T FR 4P K 4 o (0 i 4 3K T
MRSA J&t
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S

L5 #Figer (DRI T B PRk
TG Bl 22 M B AN BRBR A1 i I G S Bk T BE 5
(2) JFRIERGL I T RUNF I 5 v 5 (3) /A $RF Bk A5t I Je%
Y, MEREILAE 5 (4) 5 B2 2% 0L 1L /MR D 5 (5) HL i
JRZAL (R AN AU 5 () 47 B 24541

L6 By ASTH HHEMENINE TR NRZ
LR LA T EIFLAAM 3 U F ki, k1
WIR i 7 (U 30 | S s e e g, Y IR JE e 3R F MR 4 80
mg F KR TP AR G 2 B K R s A2 L PE3H A5
TR o A2 1 Wi, A1 B 75 9% SO AR K FRL AR BT
FHFEERYT. 11 A 19 B 7246 TS 200 mg
AT ARG FIE AL B, 20 H Bk KR
JRBEFARREN A0 mg FIKIEE . & Al 20 i . 140
14. 79 X 10° /L, Hr PRk 40 B o5 EL 78, 10%0, Z1 41 g
2.55X10" /L, IZT AR 1 68 g/L. Ifil/Miz 25 10° /L,

MZLLT AN 5 6. 83 %6, ML 2T 41 i 4 X (B 174. 2 X
107/ L, BBAE Bk R WAT 5 . 5 58 1038 5 5% A
o e FAE WP B ACU) gE— 12764 .
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L% 4t 4 % By, 488 pmol/L, Il ¥F £ & H 981. 90
ng/mL; HERR B AT 0. M40 . 20 R
EA e ) IR B = ks SRR S FAR LY I NN
Y HERRLT AN I 2 () 14%0) 5 1L/ D
B 2 SR AL - A iR U 40 B A LT A D
it AT BORE 22 240 S S bk B 4 B ARCTE 40 A1 R I E
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N 5 5% S TG IR B AR R R . R TR 2
J2FAs: A < 40 M 55 0E . B R SRR B T
W R ES T (o Ik . I FF i TORCH : B4 fd s
# 1GG HLkBHME: ; 1. TORCH : 2 KK 1GG itk R
2 1GG Huik B 4L 7 1GG Piik oy
WirE [ B 1GG BRI BHE .

BE AR AN 2 L 2B RS2 B
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20 T R 21 3% R LR I S I v » B 7 7 I 4 3%
1ML, Commbs SZH B M: . B 20 M 2% 7% 14 A P 22
UL R A A L, HEBR B B S e PR I Evan
CERAE . ANJE I U RS R AR £ 40 i R R 2
14%0) /NI A B2 R UL A R PR I . %5 08
TTP nlfig.

11 H 23 HZ B4 T 12 B 3 000 mL, H ik
JE e BEFATR B TE S 40 mg CBE H 1 Y0 ki 12 »
SCARNRER &7 LI R e B Fr T PR, T G R
g R - 55 A A e o B0 7K 88 1 1 S 9% L 4
e GNP TR RN PN R ) AR N 1| AR S = AN 14N
e LDH Z8fk, 24 HE A& MZL&E A 72 g/L; H4H
JRLEET TE 5, DA R 40 B 22k = 5 D S 280 3k
EL M L L AAERE 200 L s AT A K/ N By, B 41
20 B 4 S AL LT AR R DL, i/l 80 X107 /L, JEAS TG
Rk, 25 HIEH B EFFIRINAELT , 45 T3k 8
OO A BT R N B BT 41~
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145X10°/L, 27 H B E R, R EEXT s (R 5 I 3h
T 36.2~38. 8 C, A TYHFEE . 29 H 4TI
=2 000 ml, A /MR 114~169X10° /L, IfiL
U8 M 93 g/L, LDH T [, BE B IHIKE i,
HBE

L8 # W (1)TTP; (2) 4k kWM K &1
(3D s g s (4 7 i Bk 35% 1 JE g » M 3 I 5
(5) L fif o 25 6L (R AN AUILAE ) 5 (6) 47 B 25

2 it

2.1 Zmpuh B4k MM AT (VWE)
L7 35 1B ADAMTSI3 J&—Fh 4 J8 85 1 i 3 &
1427 N EEIR . F 2 T AR A0 A 2 40 B
9B AT N B2 A0 A R, DL K vWE 2 B (K
(uLvWE) I8 A A7 F i/ MR Bk, ADAMTS13
A E vWE A2 25 5 B A~ K6 (Tyr1605-
Met1606) iffi HEA (k1M TR, ADAMTSI13 IfE
U855 B R R R 3 LW 380, 1 uLvWF 7] 5 il 2
e vWE Z RS54 76 1w 57 V) JIER R 4 =
I/ b B L8 A R 0 T A6 I /) A 3 A SR 4
IFIE B P I A B2 I A T RE AT
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Iz AR W 1 5 0t /N Hi i A RE 22 (] 1 3 42
H BRI 2 — 2 E 3. Amin 2597 30N,
HLA-DR1.HLA-DQ1 % HLA-DRBI = 11 %y 3
AT ADAMTS3 [ e 24

TTP 0] 43 Ay 3gt 4% Pk AR 45 vk, v 3k 45 1k
TTP M4 T KW o R Re K PERds & vk, wifl
£ TTP J8 B Upshaw-Schulman %% & 1E,
ADAMTSI3 3 [H 2848 S 82 ADAMTS13 /K5
TR, Bk TTP B & 2 T 414 th AR,
SRR P E S L RIWERT R k. ¥k
PE TTP B35 K2 AP0 ADAMTSL3 Hipfk ., #ii
LA K AR 5 A0 (O T8 AR L M G 2R e 2 A
PN B s SR e ht vWE frika] T4 vWF 5
ADAMTSI3 455, 4k &bk TTP Z [ B 5 fe i ik
PEgv JEGY A (EB i 8 B4R #  HIV 38 i
R AR 25 B B B I 45 20 I 3 BY
DAY SR N 1) & A St 51w ) L LR GRS RN
B I3 R MRSA BRI, FLEG A N
SAFZ IR ARAT ADAMTSL3 5 MR, 22 pe gk % 1
TTP nlREM:K.
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/R B TH AR Wk 2D o DA R ol i A4 T B et B 7 B
DIRe F CAn'B I P I & R E R RGN
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WD /IR 26 X107 /1L -1 5 A4 2 6 A A DL A
S 5 (20 ¥ PRSI« A0 8] I 2 R B 1 &1 240 i 20 )3
W2 Gh 14%) . L8 H 68 g/L. MZIL g 5
6.83% . Za %l 174. 2 X 10°/L, TBLL, IBIL, LDH
BITH i o JERH R 5 (3) 1 KGR IR « S8 UG
& UG MR 7R K i Bz 205 5 Fi 34 & (G5 R e it
BRI B0 L W 2E 25 R IG5 T 20 O A5OE & L R e &
SR FE T = W TC R N TR S A2
CA) B JUEA 3 < PRI () L JREE 11 (), BUN 10. 25
mmol/L,CREA 103 pmol/L; (5) % #: Ik & BE,
ZEEHEA TTP WAIR " FERAE”, 0] 68t F 32
= B sl 12 BRSO R R T AERI2TA

P A AR N L8 T s T LA i 4 AN ) 7
(4B I R4, PR B 1 A A 2 1T 51 2 A SRy kb
L IRBE , 5 BOR H BRI AL A AR A
FRAT R S AT W A ) A 4 P R kv
TR R AE B E B2 B 5 45 VR L 228 T R AE
Ao FEARZ A2 5 R AR B AT 8 N S0 i A A
56 AP FE . 2 B AR e A S S 30 i 4 e K i
AR O, M RGE RS TTP i &
PG IR R B 22—, A L8k /1 3 b o i R B R
AR FL™ R e TS L H— R R T
Mg
2.3 % TTP iR WAs . 280k K B I
XHNRAAN R, H W ZHEREZ R ImKRIE
IR, LI E R A i = R R M ADAMTSLS 16
R IAERT < AR 5 BRI T H L = AR 5k F K
IR 25 iR ) TG [ 502 WY 5 B5OAS [] & B 2 i &) 2
AR A F AL BN AN BE 4 T8 20 A 1 T
FEBIEST o X T LA 20 ORE RN B R B T
R SRR | TC B S A R R R A R Y
FECE T TR A s I 0t A ot N R D B AN
SRR = IBCAIE” B AR Y 58 B %, 1T N A BE
TTP, JfF /R FAT I3 B 3697 kS 1 I 81 5 &
BET,

HT TTP By AR — 2P R K&
H3k . French il PLASMIC $E4y 243 1 5 181
bodfE 2 50 f B, m P B H ORISR A R ) E
ADAMTSI3 it = ¥, £ TTP 2 Wi b 47 | 2
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P, Tang & 53E T PLASMIC W4 R4 7E
[ TTP 85 b py ] 474 PP Tl e BA 2 F )
{H R RS EE S50 51%6.92%6.85%6.58 %0,
2.4 % 7 HAE MK EGE TTP EA G
JP B R R FE TSR 9076 F% S 1026 ~20%,
— BRI B BE R BE A o L PR AT 0l 3K 4k
A JC AR IHAT I3 A8, D)1 RPRAT i B K R 1 3
VKRGV o [R]IRE R RG] R L e Bk L JF AR
W AEdr & B R .

2.4.1 F%iET Ok WEEXT TTP KL
20 R B, B I T — S MR T k. (D)
H vWF: ALX-0081 (caplacizumab; Cablivi®) F
2018 4F 9 1 3 HBRRYN Y 48 sy CEMAD 1L i
TIRIT TTP 2 E A L mgeRyiiRki iy . 24
I PR 36 E 52 LR 4 0 10 /N S 48 B 40 40 PR &2 B
() o ] /0 i 2 A 5 SR B AT B R B8 Rl RS AR
FH 30 dofiff TTP A9 200 s 2R FEAIR 2 1 i 20 - 1)
Pt 44 19 TR R 2 R el a8 5. (2) FE 4
ADAMTSI13 (rADAMTSI13) . SHP655 (BAX930)
VERW T — T e Ktk TTP iy 1 Wik 56 ep . 25 7
R4 B P2 252 R 53 b0, (H
e it — S MU IESE . H . 75 s g i, —
U B e PO 3 M /N » B AR AR A B A i B A I
SR1M » Abdelgawwa 28 fifF 5 & B, 1L /N AR PN 75
rADAMTSI13 J5 A5 AT G 45 56 8 % 06 7, IF fE Gt 78
o TURE s 7E NARFN Adamts13 ™/~ /NERH kG 1 2
A rADAMTSI3 Byl MRS » AT 30 25 R AR A% B
B ZE, (3) N-& Bt bt 2 )R (NAC): 7E
Adamts13 ™/ /NEEEEIF , NAC 1] Jg /> uLvWF, 3
Bl vWE Al 259500 — 6, S8/ 5 vWE
EAUR AT L CA) K A B ] R O i oKD S
vWEHE B B 1 b/ 1 X M & /E B 4 7
(anfibatide) : H /i 1E LI R B .

2.4.2 Ll /MIET AT AR S Bk EE A AE
SR UL MR FRTBE TR T R e R AT e il )
FERNE . TTP A AR M IEIE . HHET.
BT W) DC AR 1R SRy 975 Lk LA T B ) 1 2 » AT I
IINKR 250 B AN 2 PR ASH SE . Rock 260
PR BT 3R 4 18 3 1 2 /42 52 WU SR 5L (400
mg/d) FP] &) DEAK (325 mg/d) 897 2 . BFsE-
Fa i TTP 88 2t R A I 42 52 Bn] w] DT AR B ik
BIRYT ARG I TR BE Ry nl Wb R & . 8k
1M, TTP 1 #JE sAIL AT e -5 20 ks B A A6 A []

B 32697 I 0 TTP (7 &50h i i — L 03iF
2.4.3 TR M TT S 25l ] R K
R A A3 vWE, A RYT TTP AH C A 30m
ARHVEAEVE T . ST 2 L S R T AT 2 A
A ADAMTSIS (53 AT 2R25W 1 2 801
LR RN Hd A T2 5 & TTP it
., Hurs=z TTP SE 6 T 282590085 .
2.4.4 FWHAEK 40%H TTP BEN 25 1 Ke
ZWRE KR, TR K2 TTPIRIFMEZHW, B
FEHORIESE, NIRRT CD20 # 5 B HT (4R 2 4 H bt
EAEs A E TTP g AR, Bk TTP Xt
P22 BT R 7 22 I TRLER 565 1 Uk 24 & 1/l R
AL ER 2 ] AHBEIRYTRT 10 d FET- %
KRB . 2 E Bt > 51 ADAMTSI3 ik
B P A L . ADAMTS3 (#7514 5 2, ek
ik TTP B 1 NI &2 SR, B & B [A]
KA JE B4 i g, B TS AT R G R R R
G, b, BT SETRIZE BIAYT TTP Ak
PUSFE T B 5T, HOA 16 28 35 B0 A B
AR SRUEE AT 34 & A1k 55

2.5 T & BEEX TTP EZHALHEHAR AN,
AR NRTT )5 B %2, TTP (A SE T R B Rl
CLEAS T R& . B R . SERAE 2 Tl oA i s i
TTP 5 1 H WA R, ™ 5 52 W (8 A 0
FEAR PR i TN B0 TTP B, 44 % & A
A JEIARAE . AN, TTP n] S8CH A [ £ oy
PR 118 A XU 38 I (32 B AR G Pk 40 B AR A0 T
BREFA DN, TTP 2 WG A B e e i 5
10 12 AR R BIF R AR SN 9. 9%,
13.5%0.25. 9%, H2EHPINN, TTP & H %
HoAh B B e e vl e 5 5 o PA EHAA G,
A FEIHEN , ADAMTS13 §e = 1 by O I 48 95
WG R Z T EE RS i TTP & F se T, sl it
S B A R ZE B MG AR .

25 L rd , TTP J& MR R 58 2 - &9 RG]
e REAEE. R RAZH RS ER, WEE
55 NGNS X200 B RS A, X T DA K
MREAR A 1 R B, IF A S AE 1 4 ot 1 2 o
/B IE A ] 1 2% i TTP, K I i i B2 0 25
12, LA k12, B2 K, S BAT LK B R
7 BRI B AT, AN, 40%0 ) TTP &
HEAD 1 R E KR K, LR R &R 1
FHEHbR, M H TTP #4415 /9 I K 0E ™ H 52 i &
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