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ATH A B I R 27 1) B R A 180t 4 o i 2
e, B2k S AH IR YT A B 48175 B (ke
SE) I AKERR o XN B Ak, v
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2. W B TR < W R IO R VT U R E R
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FHAEIT AR AR b B k& K
G . M Z A BB AR R 54 375 mg/m’ B S
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20 ~24 h'"?7,
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AE S IO AR e BN 25 B i s . (E7E I3 & 46
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9. T B M I A 1 < 38 FH T o TTP 835 1) Tl B
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11. Yo/ M 259 iTTP i e & )G nl %k
FHR A T ak BT wI TR, 3P0 B kA — e fEH .
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IS AR T IRE, 44 TR0 SRR IT R ER
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XoF Il A R Bl e B BBl A 2 1 TTP (R 2
ITTP) F834 W7 R IFG5TE Y71 1L 4 615 1 ot
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ADAMTS13 i P KA il 5% 1gG Bk 28 SR8 G
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IRIBIT IT S 25 7 28 B0 YT 5 i 4 B
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PUIRIT o Ml SbU)E VRN R W B L
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iTTP (8 FERIR KA BRI R 2 iR 5 A e 2
R e TR AR URAEY s kR & 1 il 2K
ADAMTSI13 it < 10% .ADAMTS 13 #45% 1gG
PURFRZ M R IGIRE E R fER E . a5
I ATTP B3 bR o HURG 2L L H RS, YR e 3 A
ADAMTS13 {if P S A6l % 1gG Biik, 2=/ DA
VEERT6 N AW 1R G 6 M HNEE3 N H 1K,
BTAER 6 1R WA SRR HING YT Y R fd
HATTP B R RA W B/ b s, TTP EEAE
R ANE G 2R K i (B) O 1 0 8l , 75 A 7
TBFPEIRYT 5 B AR JLIBIR % 1Y cTTP B3 o v ™

AR T RE R, TR I R IRYT
M T TTP &9k B M 240 B A A sk sl 4 46
o TTP I R G A2 R G0 UL J5 BE A HG TA
IR = J1 TR KOS I R H IR AR
TEH TAERE S, 555> TTP MK 5 J5 2 5 1 AR
FNH M . tnT 5 B R O U R A
HEERGAE X, 2RI A BN A 1E T LR
-l T 2 R B R S DA SR O A7 o
(I A FL 38 B )

S 51mEENTIIE N E R (UL TR ALR 5 P RHER
[ii]— B 2o SR IR QT 5 BT ) « LR N R B B (6
) s AL U HRI B Bt GEA KB ARBIAR ) 5 ICHTS 11T 4 2 J L Fvo s B2 e (]
0 s KA BERICF M A — BRI (R L) 5 2 = R R B S B
B Bt (FLARCHE ) 5 5% DU 7 12 2 B 1 e 2 e (TIENHD 5 et R LR
B DA e (RSE £ A XU 5 ) DU BERR 72— B s 2 B (e
T8 ) 5" M B~ B 55— R BE (21 5 WS R B BR AR R 5 DU B
CREREIN) 5 05 R R R R B 35— DR o2 IR IR ) 5 Vg 2 A IR
BE (2 ) 5 AL BE T R4 B = g (IF1R T ) 5 SR PRk [ o
27 e W6 e P 0 5 e (7 ARFIEL LR 58) 5 MiiC 2 Be (BSTR ) 5
VLR S AL N R BE BE (P ) 5 BE W] R~ 55 — B s I e (J] 2%
1) 5 B R B I B — B B (BRI ) 5 9 07 BE LR~ i 7 = e (7
o ) 5 Bt R R I (R SR RT ) 5 T A RSIE B BT 5 11
RIEFFEERE (W] BT 275 ) 5 IV BERL 2 R B
CHMRAE BRAF A ) 5 ERE SR BRI Pl BE e (R AR 5 b e Sl
R 2 e B T i < % e (e O ) 5 B AR R R L
AL BE e (STEIE) 5 D01 R AP BR B (3R £ 94 5 DU 48 AR B
Bt CEARRR) 5 I3 M 2B Ja 55— = e (B v e L D R AR Be &
Tk S RIS AR ) 5 TR AL B 2 e (IR L) 5 M
BERF IR R S — BE e (TR s i S — AR EEBE (B [RHR) 5
AIPH IR BB o e . e /T g 4 IR = e (o 15 ) 5 v [ R R
WEE o 55— % e 0 S R g RS 8 1) 5 #1123 5 L 00 P B
P B2 R B AT ST ) CRNIBEAL L Bl Az 3h ik ) 5
PP — R B (XS B AZ ) 5 v B R A 2 B (2 ) 5 vl ok
PNRANEERE (S

2 % X i

IS S <1Vt oo |78 23 P 110 | 11 G I 1 411 RN 170 R
PSR WT 5677 TP L Z IR (2012 4R RO [T]. shAe Ml
24 i, 2012, 33 (11): 983-984. DOI: 10.3760/cma.j.issn.0253-
2727.2012.11.025.

[2] Joly BS, Coppo P, Veyradier A. Thrombotic thrombocytopenic
purpura [ J]. Blood, 2017, 129 (21): 2836-2846. DOI:10.1182/
blood-2016-10-709857.

[3] Scully M, Hunt BJ, Benjamin S, et al. Guidelines on the diagno-
sis and management of thrombotic thrombocytopenic purpura
and other thrombotic microangiopathies [J]. Br J Haematol,
2012, 158(3): 323-335. DOL: 10.1111/§.1365-2141.2012.09167 x.

[4] Chiasakul T, Cuker A. Clinical and laboratory diagnosis of TTP:
an integrated approach [J]. Hematology Am Soc Hematol Educ



.12-

(5]

(6]

[9]

[10]

A B2 5 2022 461 A 454354513 Chin J Hematol, January 2022, Vol. 43, No. 1

Program, 2018, 2018 (1): 530-538. DOI: 10.1182/asheducation-
2018.1.530.

Matsumoto M, Fujimura Y, Wada H, et al. Diagnostic and treat-
ment guidelines for thrombotic thrombocytopenic purpura
(TTP) 2017 in Japan[J]. Int J Hematol, 2017, 106 (1): 3-15.
DOLI: 10.1007/s12185-017-2264-7.

Miller DP, Kaye JA, Shea K, et al. Incidence of thrombotic
thrombocytopenic purpura/hemolytic uremic syndrome [J].
Epidemiology, 2004, 15 (2): 208-215. DOI: 10.1097/01.ede.
0000113273.14807.53.

Terrell DR, Williams LA, Vesely SK, et al The incidence of
thrombotic thrombocytopenic purpura- hemolytic uremic syn-
drome: All patients, idiopathic patients, and patients with severe
ADAMTS- 13 deficiency [J]. J Thromb Haemost, 2005, 3 (7):
1432-1436. DOI: 10.1111/j.1538-7836.01436.x.

Bendapudi PK, Upadhyay V, Sun L, et al. Clinical scoring
systems in thrombotic microangiopathies [J]. Semin Thromb
Hemost, 2017, 43(5): 540-548. DOI: 10.1055/5-0037-1603100.
Wynick C, Britto J, Sawler D, et al. Validation of the PLASMIC
score for predicting ADAMTSI13 activity <10% in patients with
suspected thrombotic thrombocytopenic purpura in Alberta,
Canada[J]. Thromb Res, 2020, 196: 335-339. DOI: 10.1016/;.
thromres.2020.09.012.

Zheng XL, Vesely SK, Cataland SR, et al. ISTH guidelines for
the diagnosis of thrombotic thrombocytopenic purpura [J]. J
Thromb Haemost, 2020, 18 (10): 2486- 2495. DOIL: 10.1111/

[11]

[15]

jth.15006.
Zheng XL, Vesely SK, Cataland SR, et al. ISTH guidelines for
treatment of thrombotic thrombocytopenic purpura [J]. J
Thromb Haemost, 2020, 18 (10): 2496- 2502. DOI: 10.1111/
jth.15010.
Jestin M, Benhamou Y, Schelpe AS, et al. Preemptive rituximab
prevents long- term relapses in immune- mediated thrombotic
thrombocytopenic purpura [J]. Blood, 2018, 132 (20): 2143-
2153. DOLI: 10.1182/blood-2018-04-840090.
Azoulay E, Bauer PR, Mariotte E, et al. Expert statement on the
ICU management of patients with thrombotic thrombocytopenic
purpura [J]. Intensive Care Med, 2019, 45 (11): 1518- 1539.
DOI: 10.1007/s00134-019-05736-5.
Dutt T, Shaw RJ, Stubbs M, et al. Real-world experience with
caplacizumab in the management of acute TTP[J]. Blood, 2021,
137(13): 1731-1740. DOIL: 10.1182/blood.2020007599.
Li GW, Rambally S, Kamboj J, et al. Treatment of refractory
thrombotic thrombocytopenic purpura with N-acetylcysteine: a
case report [J]. Transfusion, 2014, 54 (5): 1221- 1224. DOI:
10.1111/trf.12440.
Cuker A, Cataland SR, Coppo P, et al. Redefining outcomes in
immune TTP: an international working group consensus report
[J]. Blood, 2021, 137 (14): 1855-1861. DOI: 10.1182/blood.
2020009150.

(i H #91:2021-12-13)

(ARG PR i)

2022 EAF T EZRAREXESIE RiRIC

Mer#H HGB

BPE T R L AR

Th i

A - VEE -

FFHE R GMiAE:

ZIYAEITHEL RBC
H4iiiT40 WBC

M /MR PLT

FRER A2 X R ANC
WAL Z N ALT
KA AST
BHRBESE  GGT

TP REIREE  ALP
FLER i A LDH
BEMLERS ] PT
TSI (B ML TG BN A APTT
LM R EPO
M/MRZERLE  TPO
CHIF R HBV
WARF4G#E  HCV
NP AR HIV
#HF-xB NF-«kB

PETHE TR AN Treg 40
MEFEPE TR DA CTL 40/
HEARAE  NK 40
HAEN = IL
WAPURZIATHE CAR-THIE
IR IRIEIR T TNF
TanfE K HTF SCF

KA A VE JI% N T G-CSF

Bi-E AR AL S F - GM-CSF
F 2 M A VR il - M-CSF
hi-E AR ST R, CFU-GM
PRECHEMLAE &L DIC
SEHFDEEE R PCR RQ-PCR
RIS MRI
IEHFRSTBIZ44E PET
PRI 4228 FISH

(1,3)-B-DERBEKLN G5

B SR e RS2 5 ELISA

WEMEESIR:  MTT SE5:

WEIRERZZ R PBS

GFIMYE  FBS

LMWz EDTA

TIFETA DMSO

| o T PR - 2R D 0 T B Mg L

SDS-PAGE

KFEERLEERAEMZ  NCCN

FEFRIUS S R S8 PSS

EPRTS 8% 1P

SEFRER S I T 40 A8 allo-HSCT

A RS T4 auto-HSCT

MHYYUEER  GVHD

ANEHMdTE HLA

ZAkH TAEREMZ  ROC ik

WA R F A RE  CTCAE
ENIE L





