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FERAH S A PE R (TA-TMA) &2 —F
T8 LT 20 B AR ™ ) IR P I RE , IR L
A6 P 5 AL PR O L &0 J) I /N AR IS/ AR P 2T 4
B EUOR 0N AT R 24 B IR e 4,
AolEE R E LR ERE ST
TA-TMA 7F 5 4 Al 38 1fil 1 20 2 #% 48 (allo-HSCT) h
)R AN 0.5% ~ 64% ), AR Il T 20 M A A
(auto-HSCT) F ] K, K WA 2%, E
BEFET- R EIE90% . TA-TMA R R EZAN48E,
B EAZ B3 UL, R E e A2, BT
U R AT R sh ik s R, B8R B g ) AT RE BTG
PR I A e, B 2 R G n] Bk
PR LB R AL AAE R

A 1] TA-TMA & 1 RZ Wi Fa T 7
eyt , BAE MR LLF TA-TMA (40 330 5 (D% 5]
BE EBLEE R B R TA-TMA (G R 2, Q&
SR I AR 5 It PR R I 52 30 5 A A AH 25
G, LHFIZ I TA-TMA ; @2 Wi UG )RR T
THARIT

BH 2,364 HBE A TR SRR - IR IR
4 g 3 £ (MDS-EB-1) , IPSS #4731 40 (HhfE-1) ,
IPSS-R P41 5.5 43 (16 ) o AT A4S AL Il 40 i e
(L LRSS BB A AP i T4 AS AR ) . LA
R BuCy+ATG J5 58 (M L+ PR I e+ e i 24
MOEREE D) ST IR B, IR R A e e
H ik e e BB B A i as 399 (GVHD) , JF &R (T4
EZR E1 105 52 B FH 2255 R (VOD) . B84 28 d,
L R “WBC 2.81x 10°/L Mk 248 fifd 26 %t 1%

(ANC)2.49x10°/L \HGB 96 g/L .PLT 113x10°/L", it
I AT, B R A S . BAEE 68 d, A B
9% BTSRRI, 24 h/KAEEZ 1 200 ml,
e ¥ 27 GVHD, LI CD25 ¥t (B H i)
KAEAMEANIRIERIGIT, KB S5EERE.
GVHD Z&fi# 2 J& I , f8. 34 3 BB B AN 28 S — s 1 I
ZARRL, HATYR L I B — 0 T A 2 g s 2

P RGAER, TC R IR IE iR TR
91x10°/L % % 27x 10°/L, Ifil 41 % A th 98 g/L [ &
66 g/L, FNJE LA A UL 4% TR 21 240 0, 2L IR il 40 i
1394 U/LFH2 1027 U/L, S HZTZ 1 30.3 pmol/L J
% 80.3 pumol/L, B 4% IH 4T & 1 16.9 pmol/L T+ &
46.2 umol/L, [8] #%Z 0 21 & B 13.4 umol/L J+ &
34.1 pumol/L, IfiL ULIET . ifit PR & A UL IH b 57 5 IR AR
TR CPRBR 1 ++, IR AR T > 150 mmol/L” ; Al A
I 25 ¥ 5 245 pg/Ls Il 48 P 1 A B 24 fidk it
(ADAMTS 13) i 1 1E % 5 Il 3% #MA C5b-9 ik JiE
1 680 pg/L; £F4EE F)5.0.82 /L, D-— 314 4.69 mg/L,
T A 0 BB 1L 7% RS 1) 38.9 s, #5E ML i ASF (1] 20.2 s
E 405 e: EBAREE X N IIME . %88 #H TA-TMA
WS, TR RE A SO R R e Z2
R £ 55 25T GVHD , BUNRAT I 2% B, 7 K 4F 4
FEAZKARR (LLF17) 12 mg-kg ' - d " EbkiR I ,
R B> e S E e B AR Lo I R i S WA =
B2y, BERIT S )R RV 6T 1A
JE M RGREIRIE R o IRITHE 48, i/ T2 Rl
Th 2 49x10°/L, M1 8 [ 181 T+ 2 79 /L, AN IR A
MeRRLTA0ME < 1% , FLIR LA G 322 U/L, B R
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10.1 pmol/L, B4R 4T % 5.5 umol/L, [H] 4% H 41 &
4.6 pmol/L, Ifil 3% #MA C5b-9 e % 2 535 pg/L. i
#H TA-TMA 358 2 2% i .

— EWr 54512

TA-TMA [ B2 Wi K 5E 2H 205 K, 5 I i 2
TR T L /INER T A0 00 A PR 85 JE £ 48R AR T
B /INBR R R . SR AR 22 RS 1IN
WD A H I JRURS: A FE2 WA {8, 7RI IR
ARAMETF 52 55 MR A, 25 A2 I PR 8 IR SI2 06 28 i A
#i2. HAl TA-TMA Wk = 58— 2 Wibs i, = PR
b FEEARE AR GR D G R I
JE FLIRR B A BT & R R AR 7E TA-TMA
TR AT &3, AT AR B4 R R bR R I R
T, BT o Jodele % BFFEIA HGB < 80 g/L.
PREEFT > 30 g/L RER FU/WUEF ECAE > 2 i Il | I3
sC5b-9 /& F IE i LB TS A B 48 HER

TA-TMA 5 il A8V i/ M/ PR 2295 (TTP) 1Y
I PR BUAR L, 35223 B I /NS /b | ol 5 4
s I AT M B R R 22 R G AR (AN AE TR
ADAMTS 13 2k & ADAMTS 13 Hifk, Jr4EE0F
FERW, TA-TMA 5 E A 1l IR 832551 (aHUS )
FARL, A7 AE HMAIE 6 19 55 00 | 1LY sC5b-9 = T
TEHE L BR 2 {H aHUS k= 3 1 40 i B Hii s
(3R BRI A2 I & (GVHD &4 . VOD
) Al dg J L 2 W] 5 TA-TMA 77, (H B )
GVHD J&4 . VOD N 71E TA-TMA FTRe A B I IR
T bR (O MR RELT 4N Lo A MATG M2 R 5
FEAREE) o

= RIRALE

TA-TMA &5 2 208 i T N B 432 0, e
I PR 25 A 4« TA B LYY P62 A Rt v 5 ]
5 R A R Bl S E AR ) TR A RS R L .GVHD
SR TALERZG W) 0 T B 4 B R SR8 P B 4 A7
PAIEIN T KAz TA-TMA XU o P Bz 200 i [ et

1J2 GVHD WS i s, B A fe fE 3 Ttk L 2
Jf e e R B N R i, TI/IV 2 GVHD R I
RN IS RN i 3 IR ) g4 o NS e
(VEGF) M 8 IfiL 38 B 800G , F BON B 231, 15 &
TA-TMA",

= JRIT

HAii TA-TMA fIR YT i Bk = 58— bR i, B AT
PN AR T AL 35 < 40005 65 %) 1l T it £ 32 4110+
F GARTT RN B R R R AT RS
RIFZAE e

1. AR5 R ol e Tl e e L 5] 3697 RN
Bii GVHD [ i 25 5 8 4 198 i S e 41 i R A 3R A
A v 5 w0 B A 5 TA-TMA A EN . PR e Xt
T Ao 2 R A N il G S A R ) SR TR
PIWEI TA-TMA B9 &4 . —H &R A TA-TMA, I 1l
56 5 Tl T AT L3R, O HLA 4T GVHD 25 (2
FE—ZR24 YRR IC T ) s X0 R R BRI R T 254,
A P 2R 25 W) (FL CD25 MATERERUIAR 55 W BR 1E
RS e KOG R 7 Az AR A5 B P b e TR AE
R F By BEPUIAR BT CD3 B e e ) , L 2= ] i
B EL Y/

2. M3 E A 12K B FIRYT TA-TMA {577
G, KT TTP B3, I3 ADAMTSI13 il = 5§
6 PR B AFAE AR R PR, Tk DI EI Ko+ i
VWE, Il ¢ B e — 2RI 7 k. SR TA-TMA &
# ADAMTS13 /K- 5 1 14 J6 B S 9 A%, 1 2 il
Z K 2R T BN N R A A7 A i 3R B G T
TA-TMA 5 B AT IR & #3597 TA-TMA
FIF R K0~ 80% , AET R EI =15 44% ~ 100%™,
I3 E 4 A G e TR R SR G i 1 TR B 4
B 1) BB BB R R AT A SR AR X AL, A A
22 RGURER S VR B R B0 R SRS 4 H
R TA-TMA Bl 5 #6025 o {5 1 1l 2% 4 g
W R 2P I R T H A ST AR

R BRSSP IAR PR A R B2 Wibn ik

il %if;zw a;f;% o C;‘;‘;\bs MRS LT mi:’;zﬁ %g;w

CTN(2005)  =2AN/EfE s Fhes WU TIERE2 A58 Bt - - - -
JUUEFIE B AR 50 %

IWG(2007)®  >4% FIRAFFET T - - RS TR TR W -

Cho % (2010)"" Z2 A~/ LI TH i _
Jodele %(2015)" 45

BPE s/t TR A -
F JREA=300mg/LASIE - Wb TR TR - sCSb-9FHE
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R D ) 590 45 o I P B B
PEABTE TA-TMA FHHEA T 1005 B 46

3. REFAY AR AT S AHT FL 3l fili o
R0 40 i SR O I SE A M A TR , LA B WA R RN &
AEH BB Z M A1 07 , N 23 38 ™ B HY i S I
by AN R zéﬂraﬁﬁm & 1M 40 i
)5 VOD & A BURIT 259, T TA-TMA
BEWA —ERIra . 1%@?’@@;1']5%7 20 ~
40 mg-kg'-d, BN 14 dP WA FEHER /D

FI (7.5 mg-kg ' -d™) R A, Hod ff s v e 1S i A

KL A48 Tirf 52 4 o g

4. R ZE AL %U"’ﬁﬁmTﬁﬁﬂ%ﬁ 2R
MEA I (B T BE D ) R & TTP 3, T
% 5B R N HT ADAMTS13 H B30k, TA-TMA &
HIHARIFAEDT ADAMTS13 HiiR  HAE B 5T E NN
FEAEAMA R F H B BP0, 7 R 28 50 ht 5 i3k
AR RIS N ELARHLE] R B

5. ﬁiﬁ?%iﬁ-2015EJodele#*“ﬁMﬂWF
C5b-9 A AW AR o A IR ST R
TA-TMA S Ifil 3% #MA C5b-9 F1 C3 . 2 Fhi 2,
A G FUAMA C5b-9 Tt & TA-TMA JBE TS A
FERIFEAR . BEAEHRGE BoR  # MR I 54 7 22 H T
TRYTAMA S 51 AY aHUS ™!, 2013 4565 #MA FH
W 350K JEE BT O ) TR T TA-TMA
Jodele 2 HF 5% 17K 61 % 1 TA-TMA 2.3 )i 4K
JERBU R RIS TE R G . BUAF R W HERE R o
£ 900 mg, J7 B2 M 4 ~ 6 i o IR IR A H K
T 1Y AM A TS M (CHS0) |, 4 JE A 1 v &1 J&] i
C5b-9 /K-, #FIRIF AL, CH50.C5b-9 R, 4 ~ 6 &
JE SRR, B 2 AR 1200 mg, TA-TMA
fERIE 5245

6. N-Z Il e & « H A & 8 N- 2 k1 kiR
AT ) N Hz 2% T B VWE 22 8844 3 1/ Al
R EHATIRT TP, XFFilRREIS TTP AH
LAY TA-TMA, N- 2 B2 I 2R (17 350 A R I AR
W% o

TA-TMA J& i Il T 20 B A s 19 )™ 5 5 A
R M ANTERE , T5 Bt — B B B
T s 00, e S B TR T PN B A L 7 8 T i — 2B
WFFE T, LAHS B 12 0 TA-TMA FIR 1R o

2 % X ik
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