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Effect and its mechanism of caffeic acid on expansion and differentiation
of hematopoietic stem cells Liu Yang,Liu Yanfeng,Peng Jun etc.

Interleukin-37 Reduces Inflammation and Impairs Phagocytosis

of Platelets in Immune Thrombocytopenia ------------------------ Zhao Yajing,Li Guosheng,Hou Ming
Anti-c-Mpl antibodies in immune thrombocytopenia

suppress thrombopoiesis and decrease

response to rhTPO Jing Fangmiao,Zhang Xiaolin,Hou Ming
Dysregulated megakaryocyte distribution associated

with nestin+ mesenchymal stem cells

in immune thrombocytopenia Wang Chencong,Wang Min,Zhang Jiamin etc.
Defects in BM-derived MSCs from ITP patients

in CD8+ CD28- suppressor T-lymphocyte

induction and associated mechanisms Li Huiyuan,Zhang Lei,Yang Renchi
TNF-a blockade corrects the monocyte/macrophage imbalance in primary

immune thrombocytopenia (ITP) Zhao Yajing,Liu Xinguang,Peng Jun etc.
GSK-3 inhibitor promotes megakaryocytes apoptosis and platelets

formation in immune thrombocytopenia Jing Fangmiao,Hou Ming
FT G TR AR RE ) MR 2GR BRI YT ITP AR LI AT - PRI, L, 2 0 6
Akt 301 GPIb a A3 (¥ /MR T2 WOoCHE, ER R 4
DA E T 40 Ee ) o e i 3 3 i e v
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RS 5 % 2 A S LIRS 51 R S ) B R O e XU, EHL R
BRI E R B B A% o b B 3

Pk iS4 B A% T A R AL i ik 78, WO IR A
CX3CL1/CX3CR1 4 FRIIMIL /AN IR il e A A< Bl R Bhisess
Platelet CLEC-2 protects liver function from septic injury

by inhibiting complement activation Xie Zhanli,Shao Bojing,Xia Lijun
M RAZES 5 4P —— R M, A R, T
AR A AL/ DBl FRA R 2 B S 0 I RAR I T ROR T - TLAR ) 5, IR 4

A comprehensive study of coagulopathy in cytogenetically

and molecularly distinct acute leukemias

at diagnosis Guo Zhiping,Gong Rong,Zhu Qiujuan etc.
JECHR I X SE AR T L ANR IR SR ST R0 b R, A S
LT RE G M ZE KA T BUH IR R U SR AR A D LB S e PR L /AR
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Prospective evaluation of HEP and 4Ts scores in Chinese patients

with suspected heparin-induced thrombocytopenia --------- Li Sen,Fan Lian-kai,Wang Shu-jie etc.
JER R ML /N 22 5 (1 2 8] R AR 1 K% I RARFALE 23 A M A IR X B L5
JER R 0L /N 22 i SR B L PR 455 PR A S PR BB LA ATT 5 = memee SN ST ]

Targeting DNT/Treg axis, Sirolimus is operative in autoimmune

lymphoproliferative syndrome (ALPS)/ALPS like syndrome:

results of a single centre experience Gu hao,Chen Zhenping,Ma Jingyao etc.
20 91 i A A L /A A A1 5 2 PR PR T 7 S ]
Identification of a new subtype of haematopoietic Stem/progenitor

cells with megakaryocyte differentiation potential ------------------- Yang Mo,Chen Shichao,Li Liang
SCUBEL if#% [f./Mi T se B LI B 7 JE B AR E MG, B TE
I /NBR I T0 255 28 I /INASORE ST A4 R bk B2 4 T 2 kPR 9 - ViRollb R S i e
NA AR B (TEG) 1R 1A il fa fE it %

18 A0 B 5 SRR FRR, 22 NI, 2 B AesE:
HAHHIRLF PR ROET (-PA) IR (UAD

HTRAEARIMER (TA-TMA) AT IR RHFA i 5 e 2= D8], By R a5
ZHE IR 5 LN A e B PR I T4 RS A AR S

I EE L AR JEE I ¢ v I FH 28R ([ B AT 5 RT7 77, INE AR
Ph Gt 44 [ 1 B 8 0 1P P I A B B DR 3 20 A TR B R AT

SV I IR 5 PICC SRR VTE [ IR R IZIR I 2 - FREE R K FE RS
MR AR S FE R AN 5 2 e 0 0 18 A% Ak 2 M RE A 92 W A BT 9T - XH ST S
Frbuly 39 FI8 1% S MERE R 1l 0 B CE i e S E
P LDH fE NI R PLASMIC 7 Z G0 K IE TTP & 12 Wi 8 - AR, JE R ] A
The saponin D39,isolated fromChinese Traditional Medicine Liriope muscari,

blocks dissociation of nonmuscular myosin heavy chain [IA fromTNF

receptor 2, suppressing venous thrombosis --------------- Zhang Yuanyuan,Zhai Kefeng,Li Min etc.
TREM:-like transcript 1 is a more sensitive marker

of platelet activation in patients with

acute coronary syndromes Ji Shundong,He Linyan,Zhu Mingqing etc.

Evaluation of analytic and clinical performance
of Thrombin-antithrombin complex (TAT) assay

in prognosis of Acute Ischemic Stroke ---------------- Ye Naifang,Liu Zhenzhen,Wang Xuefeng etc.
TPO @S BN B AL AR ITP B E AR I M LB 7T - £ 8 B DR, 2R SR 55
S AT 20 O 5 220 I A A ZE RIS TRFIT, AR, e b4

Reduced B 2-GP [ is associated with increased platelet

aggregation and activation in patients with prolonged

isolated thrombocytopenia after allo-HSCT -------------- Fu Haixia,Zhao Jingzhong,Xu Lanping etc.
HRE ML FE AR T4 CAR-T VAT IR L 183 T (4 52 TR, R PR S
8 il JLEE R AL 5 1 [ s i PR 2 I FE, i, SRR S
Skewed X-chromosome inactivation leads

to hemophilia expression in nine heterozygous women Liu Jiajie
B 42 9158 A A gt 1 K] 7 VTG =2 A [ 4 3 BT SR 7L W
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Bleeding assessment in haemophilia carriers:

a multi-center study in China Li Sen,Fang Yunhai ,Li Kuixing etc.
WL P B P I S PP 5 e I A R I R

HE A AR AR HOAH S 7341 LR AE S5 H I XURS: o B B AR AR - - SN (R QUAIE S
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Low-dose immune tolerance induction for hemophilia
A children with poor-risk high-titer inhibitors:

a pilot study in China Li Zekun,Chen Zhenping, CHENG Xiaoling etc.
The investigation of isolated significant prolonged activated
partial thromboplastin time: results of a retrospective

study from a single-centre in China ZhouZhou Puhui
4 I ZRAG LR I PR X R 20 ) S A R I PR 40 BT 555 R &, AR
Wk I 4 P 4% AT A FEE LD R e 5 AR I PR L 5% ST 9 Aetin, £
ANTEAERS 1) L 2k 1 T e 55 RV 23 A JE 8, 2 R BRI T 45

Explore the Change of D-dimer in Plasma
in Acute Phase of Hypertensive Cerebral Hemorrhage Luo Yanfei

Statins improve prognosis of sepsis induced DIC

by regulating intestinal microenvironment Xu min,Luo Lili,Hu Yu etc.
2 B LA 2 RN BOBRI5025 09 1 R 3R IR SR A 1k /MRS 20 5 1208 4P PR & - a5
B I H [ TIRAT BRI GL 0 JR R S B 1 ML /NSOt 2 i R8I RARFALE S VR 9T RCR 3T - TR RS
RS A 26 BT T BN FT 2 Wi ) JEUAR G B P I/ NS sl i 763 T (L - MRS, MR AE
SUEE B KIRZA S5 7 E AL — 15 A, £ R ER
TR LA R I T B 1 T e A ) ) 5 i) B ERE
Rl TP AR A 1k RS B D >0 5 b (R R 43 #r A TRE
Efficacy and adverse reactions of hydroxyurea and interferon-alpha

in a cohort of Chinese patients with essential thrombocythemia --------------- Dai Xinyue,Zhang Lei
AR S R AR A AL /NS R4 S T R 3 3 e ) B R AN (R T FAREES
Cost-utility analysis of prophylaxis vs. on-demand

treatment for haemophilia B children without inhibitor in China Liu Guoging
M A% 55y IR 24 I /SR B8 v R 4R OB, SR M
LR YR A R -5 e e /AR D M S R I A A D oo XU, Lili Luo,Mengyi Du %
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Variability of FVIl concentrates pharmacokinetics in Chinese pediatric patients with hemophilia A

Huang Kun,Chen Zhenping,Wu Runhui etc. 45
NLRP3 inflammsome activation regulates the T cell response

in adult patients with primary immune thrombocytopenia Ma Sai
FRIP T R B MK D-D. FIB & 25 F2he4E4E # D Al (il RANME PRIZ
JEUR M AT BB LK D-D PIC A3 Al AR AN E. g
B kil A 2 5L Pt i B TTT f Jok A% A 60 (12 W1 g

Strategy changes in Chinese hematologists’ diagnosing
and treating of primary immune thrombocytopenia

across ten years (2009-2018) Wang Honghui,Zhou Zeping
Levels of soluble CD30 and CD26 and their clinical significance
in patients with primary immune thrombocytopenia: Wang Honghui,Zhou Zeping
I E5 A 5 NBEILIA - 1X £ [H7E ADSCs i ff1£i% TR ER T
SV RN B P LA A A P S R R R T A f eI AR 6 )
g5t Ph Gy Ar e kA A 5 5 S5 = B A A I R4 g, M, TR EARSE
Abnormal expression of CD47 on platelet surface
participates in the pathogenesis of ITP Hao Yunfeng,Zhou Zeping
Abnormal expression of a proliferation-inducing ligand participates
in the pathogenesis of immune thrombocytopenia------------------------ Hao Yunfeng,Zhou Zeping
K REFEPUEYI(E EBV A OCHE M40 A LR &1L T BU™ B L 7+ 5
Jo A F) 3 454 5 IR SCERE > (FRE LR SARC RIS T
SV LRI A 1 P R T A 1 RS D I OR R IR FETHE I, FUTSE
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Xof FLIT S O FUURE BE 4 Bl 2 W ) i PR A (B =M AL, X 2
LA 577 PR A S5 AL 4 AL 0 A e AP 0 10 595 o DA SR AR I 9 - I AL RIS, 2
Spacer [X & 1% ADAMTS13 i 50 T 5% LU, R A 0 S
PG AR S ST IR T SRR YE AML I RUR 22 4 103 M R, EER
Je RV F K gL R 78k Z 5E 1 (VKCFDL)
SRS Wk R R 2 5 R Fe A A, I U, X LN A5
FAYR I B A AR UV BE S R SRR I HLA A O EAR BRI AR
— MRS T-LBL &3 PICC B8 e O 50 ik f A4 1) 47 22 A
AR B KA BL M B 2 1
JUEE R A G B ML/ NS sl s PR 20 TRAT, J 8, < AR 5
FAFERE IR T V B — B SR ST EEE 5
“p Y AR T S I AR GORARET X Sk RAE SESAS I T - R Mg fE, 174
“RRIZRR T ML XN BRZSE 2 W 5 iRTT 2R, TR, TR
TR 3P R AE ol B 1 955 SR 1 PICC AH I LA TR 1 v 0 2 FH 2
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In Vivo Enrichment of Genetically Manipulated Platelets for Murine

Haemophilia B Gene Therapy -------------------- Chen Yingyu,Schroeder Jocelyn,Gao Chunyan etc.
V)1 31X 1L 77975 £ 763 B LS T P 2 [ SR AR 70 A A8 LG et MR L A
BRI A . 2 5955 B4 I SCHR R > T R R

Age-related severity and distribution of haemophilic arthropathy
of the knee, ankle, and elbow among Chinese

patients with haemophilia Liu Sha,Zhou Rong fu,Jin Zhi bin etc.
IIRANY 7R A € Rl KNS NG h s sk RN
T M 22 BT R o ERRFT B, 2 RS

PECAM-1 Protects against Disseminated Intravascular
Coagulation by Dampening Inflammatory

Responses and Restoring Vascular Barrier Luo Lili,Xu Min,Mei Heng etc.
YN EEBEXT 2875 AL RIS T

Rapamycin Induces Megakaryocytic Differentiation
through increasing autophagy in Human

Megakaryoblastic Dami Cells SHAN NING-NING
M LA R TAE B R I B AR AT A AR A, T8 VL AR 4%

W VIR 18 2 5 G e P /IS I/ RE AT AL R (T BF TEE e - ALK « Bl A 3L e, s, £ R
2R3N )14 5 RV 4R T A B E R AW A RN

BB AT 167 A T AT L5 NG SR, i 3iiEss
ITP &I SR O PTCA ARJ5HERHGTT — 1] S SCHR IR B 4
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B K T AR 0 WA R SR I AT 5 X R X% 5B

JIF 2t 1) 78 S 2 ¥ 9 11 B 2R A b P B I ) S8 R M PRAJE T == mmmmmmemmmeemeeee iy )11, XIE

Imbalance of Th1/Th2 and Th17/Treg cells and aberrant expressions
of specific transcription factors in patients with

immune thrombocytopenia Wang Mingjing,Chen Zhuo,Zhu Shirong etc.
M/ A & VI T I 3 TR 2 flRkiE G2 AE, BH AT, X ==
B -TrCP 7£ AML 3 iRk LR 5 TUE I &R AT, R, 2o

Combination of cyclophosphamide and corticosteroids
therapy facilitate remission in acquired hemophilia
A patients with high titers of inhibitors:

A single center experience in China ------------------- Ye Naifang,Liu Zhenzhen,Wang Xuefeng etc.
RN FFe FEAMAHR A BF T B I BEIT 5 BRAL, B e RS
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Bio-manufacturing of Platelet Analogues:

Simulation and Progress Wang Meng,Shujun Wang,Baoan Chen
Review of SNARES in Platelets Wang Meng,Shunjun Wang,Baoan Chen
PR REZE N B ACRER R IE M ST LR A AE 1 451 55 140 9] 43 20 5 SRR 1 T === -- AR, R
VTE JRUS 1T fiti 37 3 F0UPE MLV 98 S8 I S RBOR VAR [F/RAN
TCR AL ITP &3 T 40t e b i N R, S A, 7R O A S

Platelet-targeted Gene Transfer Induces Immune Tolerance
by Deletion of Antigen-specific CD4+ T Cells
and Protection of Regulatory T cells in

a Primed Model Li Jing,Chen Juan,Schroeder Jocelyn A etc.
3 BIZAEIRAGIE M AN A B3 IR R 7 Z 75 £, T A
MR H K50 S R G e L /NSO ARE S8 SR ST R TR AL - e =0 | R PS
DA A 25470 BH AN LA DAy 1 R R B S A b 8 B SR &R > 5
MR 5 T Bl K AR 20 51l R 7 B LZVAREE- S UEAN
FIARIP HL R A 1B i AL A 7 TREE
lincRNA MEG3 7£ G et I /M b 1 55 98 o

xf Treg 41214 % (0T 7E PRI, 52 BB 0 A 5
— A SRAF PR LR XN SR Z R 4514 B 2N, R

PD-1/PD-L1 Pathway Activation Restores the
Imbalance of Th1/Th2 and Treg/Th17

Cells Subtypes in ITP Patients Wu die,Guo Xinhong,Ding Jiangbing
TPO Il 25 1 i N B AH AR (L Bt EAZ AR ) A P AL AT 5T - W ek, o, e E S

Relationship between serum cartilage turnover
biomarkers and hemophilic arthropathy
severity in adult patients with severe

hemophilia A in China Sun Xueyan,Zhuang Jinmu,Zhou Xuan etc.
ITP &3 PERIERAFE S LS TPOL VIP K AH SRR B, EL
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MDS £ SF3B1 KAl RAFIE & FilJm 5 AT FE: — i Meta 734 --------- JEHEBR, A, BT kS5
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RGN A meta 74T PN, 5 5 R 1 1 55
Misdiagnosis of T large lymphocytic leukemia:

report of 2 cases with literature review liu jianping,Zhou Hu
pDC/mDC 5 Th1/Th2 40 & H ARG+ Fe sk H+

FEJFUR G B A ML/ N DBl 7 R T 7 FITE FHAL
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The total flavonoids of Herba Sarcandrae inhibit mitochondria
pathway mediated-platelet apoptosis via the PI3K/AKT

pathway in immunological bone marrow failure Xia Lemin,Yu Heping
13 G LE AR A F AR AN VI G i 32 75 697 lihp
Hh PG fhise (A HSCT JE REg /MR

b BB B AN D RE SR e AL A BIE 7T i, R, I A
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Study of combined coagulation factor V

and factor VIII deficiency in China----------------------- Shao Yanyan,Wu Wenman,Xu Guanqun etc.
1 G PERE R L 20 B 18 22 (0 4 A 1k Sk R 2R ML ) 9 U5 38 0 AT - AR SRS
JRVIBRA : EIEHRIE M 5 — B —PS. XIE T
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L9 PR PR R S T 434 LI, f7 82 TRAB AR
DNMT3A.pR882 &7 FH 1t Z 1t il 28 11 LI 11 22 DA K 1 73 BT - Et'sé T80, P 458 3 XVt 4
£ CEP110/FGFR1 BHE L2 8p11 - il 57 ¥ 457 & fE— 4RI —--mmmemm - SELLAN B’H’EI LRSS
£ NPML JAZ B (1) 2248 S B 2R 0 B B BRI RAE T - e e ELRAR T2 E s
1 511 P TR P 200 D I S5 1) 4 20 43 b SR, Bﬁif_ PR
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Ischemic White Matter Lesion after Hematopoietic Stem Cell Transplantation
in a Patient with Aplastic Anemia Zhen Changging,Hu Shunfeng, Wang Xin

Changes in the bone marrow microenvironment associated
with secondary poor graft function after allogeneic
hematopoietic stem cell transplantation

and their effect on prognosis Liu Siheng,Ran Cenxia,Li Jia etc.
JUEE /A8 220 R (R RS R S R IRT 2% BRI, P A SRR
WEM A HE R (TA-TMAY 15 IR R R I ] 5 U, i 28, R IR 45
VBT YRE ) LB 5 A O Ak LA 10 A AR 0 %= ), £ 2
A BRI P FVILA ) 62 AR FVILE &

e 52 3 491 S LIRS BlERioy <0 A Le SO -3

The severity of hemophilia A patients varies among different
types of factor VIII gene mutation Li Yihong,Jin Wangjie,Song Lanlin etc.

A Chinese family with factor X deficiency was caused by
a compound heterozygosis of two novel mutations

Ala274Glu and Gly244Arg in factor X
ZFETH GP 11 b £[K 2915dupC i A L 5848

Li Yihong,Jin Wangjie,Song Lanlin etc.
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Safe and effective platelet-targeted gene therapy of hemophilia

A enabled using non-genotoxic , immunotoxin-based conditioning------ Gao Chunyan,Shi Qizhen
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Identifcation and Interaction Analysis of Molecular Markers
in Myelodysplastic Syndromes by Integrated
Bioinformatics Analysis Ding Bingjie,Liu Liu,Shu Xinhui etc.
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Cytoprotective and pro-angiogenic functions of thrombomodulin
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Wl AP R A 0L 20 5 1 PR & i ik 52 AR T A 1 451 R KR
SRR AR A R Ve T AR A R 2 1 B SCIRE T - HSIGEE, S EI BH, 5K 3R 355
e PR X1 s R T i e LR AR, BER
R4 CD72 FEWTASEEN ITP 35 B bk L4 (1 345

AL AN S BUAR 7 A4 VFSME, AR, AL SO A
MR & PICC B 5 A L IBR i ik i ) 4 B A 2 2
1 BUSRAFIE LA A S I K LA TR B A I i RS L i 55 81 i 1 ElS2i|
A TGS R BRI AR A B KT R PR - IV I 7 R A 55
PRI [F) TR 6 7 77 B AR O A M AR A B3

ML i, PR 7K P R 2 Mg, T, Kk 55
JELLPEA B AR i ML A A BB LR BETISE ) v (1 82 )}, R EAM
CTX HR Al BBz ARtk ) 54 IST 8T

RERE A R TR RSV I A A JE T, 5 R T 1 Je
Je P VPl LA 1 AR 551 4% B PR A (TR W LR, Eholk 5%
S E AN T VIla 097 4 51+ 4R AR J5 R P e ) MLAE --mmmmmmm e emem BN, FAa
MRI S L A3 1A 55715 g 107 S AR AL ORI 7 2RI, R o
I 18] [ AR MRT PFA ILACI 55 599 AR S P A7 B RER
SV i G AIRL A P L S R A 1 50 = PRI RN, 22 %, E 55
P L 5 BRI I & SRS 2 A L9 XL, B, PR VA
— 8] Zy R s PR A 5 B SCHR A ) NS R E R
B VI B RGEIT “IAs A B 2ot IR T7 » BTARSE
i1 5 81| AN R 3 ] 7S 2T R
[FIYEAR 223570 i Arg189Trp. Lys192del A2 5 xf & H C DIBEKIFEIA -------m---- FATT S R e A

-9-

123
124
124
125
125

126
126
127
128

128
129
130
130
131

131
132
133
133

134
134
135
135

136
136

137
137
138
138
139
139
139
140
140
141
141



PO-190
PO-191
PO-192

PO-193
PO-194

PO-195

PO-196
PO-197

PO-198

PO-199
PO-200

PO-201

PO-202
PO-203
PO-204
PO-205
PO-206
PO-207
PO-208
PO-209
PO-210
PO-211
PO-212
PO-213
PO-214

PO-215

JEUR A ML /IR 2295 45 R I D 7 Xk = 1 453 SCR A > 32, WEN, S

PUBEIRIE 2 ARG TUA (aPSIPT) (ESWIHIBEIRZE A AE T A L - PUP R R
— RS T REA E A1 ADAMTSL3 K R S84 (1 M 4 1

RN T ST A S E RN & = KBB4
HIHS PF 73 x A 283 55 1T D REVEs 70 B SRS B, EEE SF
A case of perioperative hemostatic therapy for hemophilia
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Thalidomide induce response in patients with
corticosteroid-resistant or relapsed ITP by

upregulating Neuropilin-1 expression ---------------- Yang Zhigang,Wen Ruiting,Zhang Yuming etc.
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Slc35al deficiency causes thrombocytopenia due
to impaired megakaryocytopoiesis and excessive
platelet clearance in the liver Ma Xiaolin,Li Yun,Shi Huiping etc.

Phenotypic and genetic analysis of congenital
hypofibrinogenemia associated with

a novel heterozygous mutation

in Fibrinogen 8 Chain Zhu Ligqing,ZHANG Haiyue,LUO Shasha etc.
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Trimethylamine N-oxide promotes tissue factor expression
and activity in vascular endothelial cells:
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N-oxide and atherosclerotic thrombosis Yang Xinyu
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Comparition of joints status using UltraSound assessments
and Haemophilia Joint Health Score 2.1 in children

with haemophilia in guizhou province Li Yanju
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Changes in biomarkers of coagulation, fibrinolytic and

endothelial function for evaluating the predisposition

to venous thromboembolism in patients

with deficiencies of anticoagulant proteins Li Lei,Wu Xi,Wu Wenman etc.
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The Genetic Polymorphisms of NLRP3 Inflammasome
Associated with T Helper Cells in Patients

with Multiple Myeloma Zhao Xueyun,Hua Minggiang,Yu Jie etc.
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OR-001
Effect and its mechanism of caffeic acid on expansion
and differentiation of hematopoietic stem cells

Yang Liu,Yanfeng Liu,Jun Peng,Ming Hou
Department of Hematology, Qilu Hospital, Shandong University, Jinan, China

ObjectiveTo explore the mechanism of CFA promoting leukocytopoiesis and thrombocytopoiesis,
investigate the effect of CFA on the expansion and differentiation of CB-HSCs in vitro, and study
the effect of CFA on the proliferation of various kinds of tissue cells in vivo.

Methods

Umbilical cord blood of full-term normal pregnancy was collected at 80-100mL. After
erythrocyte sedimentation with gelatin, mononuclear cells were separated by Ficoll method, and
then CD34+ cells were isolated using immunomagnetic sorting.

We established a serum-free expansion medium (SFEM) system containing human stem cell
factor (SCF), rhTPO and FLT3 ligand (FLT3L).CD34+ cells were cultured in SFEM system in 24-
well plates for 6 days.

After CD34+ cells were added into the expansion system, CFA with concentration of 0, 10 or
50 ug/mL was added. After 6 days of culture, total cells in each well were numerated by cell
counter, and the proportions of CD34+ cells were measured by flow cytometry.

Cell colony formation experiments were carried out after amplification. The expanded cells of
each group were seeded into hematopoietic stem cell differentiation system in semi-solid medium
at 500 CFU/mL, and cultured for 14 days. On day 14, BFU-E, CFU-G, CFU-M, CFU-GM and
CFU-GEMM were counted under low magnification microscopic system.

The cells after amplification were induced to differentiate into megakaryocytes. The
expanded cells of each group were seeded into megakaryocyte-differentiation system containing
SCF, rhTPO and interleukin-3 (IL-3) in serum-free medium of SFEM. On the 7th day of culture,
the surface markers of megakaryocytes were detected. On the 14th day of culture, cell
morphology and megakaryocyte count were evaluated. Flow cytometry was used to determine
megakaryocyte ploidy and surface biomarkers.

The clinical equivalent dose of CFA or vehicle was given orally to CD-1 mice for 14 days, and
the blood cell count of mice was measured every 3 days. BrdU was injected intraperitoneally from
the 7th day. On the 14th day, the proportion of bone marrow HSCs in bone marrow nucleated
cells and the relative insertion rate of BrdU were determined by flow cytometry. Meanwhile, the
effects of CFA on proportion and BrdU uptake of IgrS+intestinal crypt stem cells and sca-1+
pulmonary epithelial stem cells were also measured.

Results

After 6 days of CD34+ cell culture in the HSC amplification experiment, the total number of
cells in 10 ug/mL caffeic acid group was (8.4544.89)*105, which was significantly higher than
that in the control group, which was (6.23 £ 4.24)*105(P=0.006). However, there was no
significant difference in the total number of cells between the 50 ug/mL caffeic acid group and the
control group.

In the HSC colony formation experiment, there was no significant difference in colony
formation potential or proportion of different types of colonies between the CFA-treated group and
control group after culturing in CFA-free semi-solid medium. Similarly, there was no significant
difference in colony formation potential or proportion of different types of colonies between CFA-
treated group and control group in CFA-containing semi-solid medium. The results were
comparable between these two semi-solid mediums.

On the 7th day of culture in megakaryocyte induction experiment, The percentage of CD34
positive cell of expanded hematopoietic stem cells in caffeic acid group in the caffeic acid-free
induction differentiation system was (20.91+2.9)%, which was significantly higher than that in the
control group (11.89£2.3)% (P=0.013). The proportion of immature megakaryocytes of expanded
hematopoietic stem cells in caffeic acid group was significantly higher than that of control group,
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and the proportion of mature megakaryocytes was significantly lower than that of control group.
On the 14th day, the difference between the 10 ug/mL caffeic acid group and the control group
disappeared. In the induced differentiation system containing caffeic acid or carrier solvent, there
was no significant difference in the parameters of hematopoietic stem cells between the two
groups.

There were no significant differences in the number of megakaryocytes, megakaryocyte
ploidy, the ratio of CD41a and CD42b on megakaryocyte surface or platelet count in CFA-free
differentiation induction system between CFA-treated group and control group. Also, in the CFA-
containing differentiation induction system, no significant difference in all indicators was observed.

After administration of CFA in CD-1 mice, there was no significant change in blood cell count.
After 14 days of administration, there was no significant difference in the proportion of LSK
hematopoietic stem cells in bone marrow between caffeic acid treated group and control group.
The relative BrdU uptake rate of bone marrow mononuclear cells in caffeic acid group was
significantly higher than that in control group. There was no significant difference in G2/M phase
ratio of bone marrow mononuclear cells between the two groups. There was no significant
difference in the percentage and BrdU uptake of Igr5+ intestinal crypt stem cells and sca-1+
pulmonary epithelial stem cells between CFA group and control group.

Conclusions

CFA can promote the expansion of human CB-HSCs and maintain the proportion of CD34+
cells during the expansion process.

CFA had no significant effect on the differentiation of human CB-HSCs, and had no effect on
the differentiation of human CB-HSCs into megakaryocytes.

During the expansion of human umbilical cord blood-derived hematopoietic stem cells,
caffeic acid had no significant effect on the subsequent colony formation and differentiation of
megakaryocytes, but could advance the expression of surface specific markers of
megakaryocytes.

After CFA was administered orally for 14 days, the peripheral blood cell count did not change
significantly, but the proportion of bone marrow HSCs increased significantly. DNA synthesis of
bone marrow HSCs was vigorous, and this phenomenon was tissue-specific. No similar
phenomena were observed in mouse Igr5+ intestinal crypt stem cells or sca-1+ pulmonary
epithelial stem cells.

OR-002
Interleukin-37 Reduces Inflammation and Impairs
Phagocytosis of Platelets in Immune Thrombocytopenia

Yajing Zhao,Guosheng Li,Ming Hou
Qilu hospital, Shandong University

Objective Immune thrombocytopenia (ITP) is an autoimmune and inflammatory disease
characterized by low platelet count with heterogeneous bleeding manifestations. Severe bleeding
in ITP is not completely related with low platelet count. Interleukin-37 (IL-37) is an anti-
inflammatory cytokine that participates in the process of several inflammatory and autoimmune
diseases. However, the role of IL-37 in the pathogenesis of ITP is unknown. Our study aimed to
evaluate the regulatory role of IL-37 in the process of ITP and its association with disease
severity.

Methods Plasma IL-37 was detected by enzyme-linked immunosorbent assay (ELISA). We
cultured the monocytes/macrophages from ITP patients to investigate the regulatory role of I1L-37
on monocytes/macrophages. Fcy receptors (FcyRs) of macrophages were analyzed using flow
cytometry and g-PCR. Signaling pathways were determined by western blotting. Phagocytic
capacity of macrophages was measured by the engulfment of opsonized platelets.

Results IL-37 expression was elevated in ITP patients, which was correlated with platelet count
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and the severity of bleeding in ITP according to the ITP Bleeding Scale (IBLS) system, indicating
that IL-37 could be a candidate in evaluating disease severity of ITP. IL-37 initiated an anti-
inflammatory effect on monocytes/macrophages from ITP patients by down-regulating the
phosphorylation of MAPK, AKT, and NF-kB signaling pathways. Moreover, IL-37 restored the
balance of activating and inhibitory FcyRs and decreased antibody-mediated platelet
phagocytosis by monocytes/macrophages, suggesting that IL-37 might be a potential therapeutic
agentin ITP.

Conclusions Our study demonstrated that ITP patients exhibited higher IL-37 expression,
especially patients with severe hemorrhage or low platelet count. IL-37 decreased antibody-
mediated platelet phagocytosis, restored the balance of activating and inhibitory FcyRs, and
inhibited inflammatory activity via MAPK, AKT, and NF-kB signaling pathways among
monocytes/macrophages. Therefore, IL-37 might be a candidate in evaluating the severity of ITP
and a promising therapeutic agent for the management of ITP.

OR-003
Anti-c-Mpl antibodies in immune thrombocytopenia
suppress thrombopoiesis and decrease response to rhTPO

Fangmiao Jing,Xiaolin Zhang,Ming Hou
Qilu Hospital Shandong University

Objective Anti-TPO receptor (anti-c-Mpl) antibodies exist and could affect rhTPO treatment in
ITP. Evaluate the feasibility of anti-c-Mpl antibody in the diagnosis of ITP by comparing the
difference of anti-c-Mpl antibody between patients with ITP and other patients with
thrombocytopenia. Moreover, detecting the level of anti-c-Mpl antibody in the serum of patients
with ITP was used to investigate the value of rhTPO, dexamethasone, rituximab and eltrombopag
in the treatment of prognosis.

Methods Anti-c-Mpl autoantibodies and TPO levels were measured in serum from 187 ITP
patients and 59 healthy controls. The anti-c-Mpl-antibody-positive (anti-c-Mpl+) and anti-c-Mpl-
antibody-negative (anti-c-Mpl-) 1gG from ITP patients were assessed on megakaryocyte
proliferation, polyploidy, apoptosis, and platelet release with rhTPO treatment.

Results Anti-c-Mpl antibodies were detected in 54/187 ITP patients but in none of the controls.
ITP patients with anti-c-Mpl antibodies had higher serum TPO levels, but lower megakaryocyte
and platelet counts compared with anti-c-Mpl- patients. Antibodies targeting platelet glycoprotein
(GP) were also more frequently identified in anti-c-Mpl+ ITP patients. Moreover, patients with
anti-c-Mpl antibodies were less responsive to rhTPO treatment than patients without anti-c-Mpl
antibodies. Additionally, the anti-c-Mpl antibody titer decreased in ITP patients following treatment.
In vitro study, lower megakaryopoesis, platelet generation and percent of polyploidy were
observed in anti-c-Mpl+ group compared with the anti-c-Mpl- group in the presence of rhTPO.
Conclusions Our findings demonstrated that the anti-c-Mpl antibody represents a novel indicator
of poor prognosis and may be a potential therapeutic target in ITP.
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OR-004
Dysregulated megakaryocyte distribution associated
with nestin+ mesenchymal stem cells in immune
thrombocytopenia

Chencong Wang!23,Min Wang'223,Jiamin Zhang'%3,Linlin Xu!?3,Feier Feng’223,Qianming Wang!2?3,Xiaolu
Zhu'23,Yun He!23 Jing Xuel?3 Haixia Fu23 Meng Lv'?3,Yuan Kong!?3,Yingjun Chang'?3,Lanping
Xul23 Kaiyan Liut?3,Xiaojun Huang'?3,Xiaohui Zhang!23
1.Peking University People's Hospital, Peking University Institute of Hematology
2.Beijing Key Laboratory of Hematopoietic Stem Cell Transplantation
3.Collaborative Innovation Center of Hematology, Peking

Objective Impaired megakaryocyte (MK) maturation and reduced platelet production are
important causes of immune thrombocytopenia (ITP). However, MK distribution and bone marrow
(BM) niche alteration in ITP are unclear. This study is to investigate the maturation and
distribution of MKs in the BM niche and examine the components of BM niche regulation of MK
migration.

Methods BM and peripheral blood were obtained from 30 ITP patients and 28 healthy donors.
Nestin* mesenchymal stem cells (MSCs) and CD41* MKs were sorted by fluorescence-activated
cell sorting. The components of the BM niche and related signaling were analyzed via
immunofluorescence, flow cytometry, enzyme-linked immunosorbent assay, reverse transcription
polymerase chain reaction, and western blot analysis.

Results The number of MKs in the BM vascular niche was reduced in ITP. Moreover, the
concentrations of CXCL12 and CXCR4* MKs in the BM were decreased in ITP. Further
investigation demonstrated that nestin* MSCs and CXCL12 messenger RNA (mRNA) in nestin*
MSCs were both reduced whereas the apoptosis of nestin® MSCs was significantly increased in
ITP. Sympathetic nerves, Schwann cells, the proportion of b3-adrenoreceptor (b3-AR)* nestin*
MSCs, and b3-AR mRNA in nestin® MSCs were all markedly reduced in ITP. Moreover, matrix
metalloproteinase 9, vascular endothelial growth factor (VEGF), and VEGF receptor 1 were
significantly reduced in ITP.

Conclusions Our data show that impaired MK distribution mediated by an abnormal
CXCL12/CXCR4 axis is partially involved in reduced platelet production in ITP. Moreover,
sympathetic neuropathy and nestin® MSC apoptosis may have an effect on the alterations of BM
CXCL12in ITP.

OR-005
Defects in BM-derived MSCs from ITP patients in CD8+
CD28- suppressor T-lymphocyte induction
and associated mechanisms

Huiyuan Li,Lei Zhang,Renchi Yang
State Key Laboratory of Experimental Hematology, National Clinical research center for hematological
disorders, Institute of Hematology and Blood Disease Hospital, Chinese Academy of Medical Sciences &
Peking Union Medical College

Objective As an autoimmune disease, many immune dysfunctions participate in immune
thrombocytopenia (ITP) pathogenesis, including numeric and functional defects in Ts cells and
immune regulation abnormalities in mesenchymal stem cells (MSCs). Recent studies showed that
MSCs can promote Ts cell differentiation. Thus, we compared the Ts cell induction ability of bone
marrow-derived MSCs (BM-MSCs) between patients with ITP and normal controls (NCs) to
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examine the causes of Ts cell defects and MSC immune regulation abnormalities and the
mechanism of this difference.

Methods (1) Isolated, cultured and identified BM-MSCs; (2) To evaluate the inducible efficiency
and explain the mechanisms by which BM-MSCs induce Ts cells, we co-cultured of CD8+ T cells
with BM-MSCs, following detected Ts cells percentage, proliferation, apoptosis and associated
surface markers FasL, PD-L1, and ICOS on Ts cells by FACS, IL-10 and IL-6 concentration in the
culture supernatant by ELISA; Moreover, we used a Transwell plate or simultaneously co-cultured
CD8+ T cells and BM-MSCs in the presence of associated neutralizing antibodies to explore the
factors involved in Ts cell induction; (4) Pretreated BM-MSCs with ATRA or co-cultured NCs BM-
MSCs with T cells from ITP patients to try to correct Ts cell and MSCs abnormalities in patients
with ITP.

Results (1) BM-MSCs elevated Ts cell percentage and function, but the efficiency was lower in
patients with ITP than in NCs. (2) Neutralization or blockade experiments showed that blockade
of interleukin (IL)-6 partially reversed Ts cell induction by BM-MSCs. (3) BM-MSCs decreased
FasL expression on Ts cells. Addition of exogenous IL-6 and anti-FasL antibody down-regulated
and enhanced Ts cell apoptosis, respectively. Moreover, BM-MSCs enhanced IL-10 secretion
from Ts cells and increased Ts cell ability to inhibit effector T cell activation. In addition, IL-6
secretion, regulatory abilities of IL-10, FasL expression in Ts cells, and the enhanced efficiency of
Ts cells to inhibit effector T cell activation by BM-MSCs were all decreased in patients with ITP. (4)
All-trans retinoic acid preconditioning promoted BM-MSC induction of Ts cell percentages, and
umbilical cord-derived MSCs efficiently improved ITP Ts cell numbers and dysfunction.
Conclusions Defects of BM-MSCs in Ts cell induction are involved in ITP pathogenesis, and
exogenous UC-MSCs may be useful for ITP therapy.

OR-006
TNF-a blockade corrects the monocyte/macrophage
Imbalance in primary immune thrombocytopenia (ITP)

Yajing Zhao,Xinguang Liu,Jun Peng,Ming Hou
Qilu hospital, Shandong University

Objective Primary immune thrombocytopenia (ITP) is an acquired autoimmune bleeding disorder.
Deviation of monocyte/macrophage subsets plays an important role in the pathogenesis of ITP.
TNF-a blockade is widely used in many autoimmune diseases with satisfactory effects. However,
the effect of TNF-a blockade on monocyte/macrophage system in ITP remains unknown. Our
study aimed to investigate whether TNF-a could restore the disturbed balance of
monocyte/macrophage subsets and be a potential therapeutic strategy for ITP.

Methods Plasma TNF-a was detected by ELISA. The monocyte/macrophage subsets were
analyzed using flow cytometry and immune fluorescence. Macrophage polarization was analyzed
using western blot, q-PCR, and flow cytometry. Phagocytic capacity of macrophages was
measured by the engulfment of opsonized platelets. T-cell priming ability of macrophages was
determined through co-culturing with CD4* T cells and CD8* T cells. We established a passive
model of murine ITP. Platelet count was measured every other day. The retention of platelets in
liver and spleen was assessed by the fluorescence intensity detected using the in vivo imaging
system.

Results ITP patients manifested with an increased TNF-a expression which was inversely
correlated with platelet count. Moreover, the numbers of TNF-a-expressing macrophages in
spleen and CD16* monocytes were more than that of healthy controls. TNF-a blockade inhibited
M1 macrophage polarization by suppressing the NF-kB signaling pathway, and dampened the
phagocytic capacity and T-cell priming ability of macrophages. Moreover, anti-TNF-a therapy
reduced the number of non-classical monocytes and M1 macrophages, ameliorated the retention
of platelets in spleen and liver, and significantly increased the platelet count of ITP mice.
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Conclusions Our study demonstrated that TNF-a blockade could decrease the number and
functions of pro-inflammatory subsets of monocytes/macrophages by inhibiting NF-kB signaling
pathway, leading to remarkable attenuation of antibody-mediated platelet destruction both in vitro
and in vivo, thus might be a promising therapeutic strategy for the management of ITP.

OR-007
GSK-3 inhibitor promotes megakaryocytes apoptosis and
platelets formation in immune thrombocytopenia

Fangmiao Jing,Ming Hou
Qilu Hospital Shandong University

Objective Immune thrombocytopenia (ITP) is a complex immune-mediated bleeding disease.
TWS119, a novel potent GSK-3b inhibitor, plays a critical role in MK differentiation from stem
cells and subsequent platelet production. However, the molecular mechanisms on
megakaryocytopoiesis and platelet production are unclear. To observe the effect of TWS119 on
megakaryocyte maturation, apoptosis and platelet production and discuss the possible
mechanism.

Methods In the present study, CD34 cells from healthy umbilical cord blood mononuclear cells
cultured in medium containing thrombopoietin, stem cell factor, interleukin-3, and plasma from
either ITP patients or healthy control. And then the effect of TWS119 on the quantity, quality, and
apoptosis of megakaryocytes and PLT release were evaluated.

Results In this study, our data illustrated that low-dose TWS119 (1uM) could significantly
increase the number of megakaryocytes, polyploidy ratio (= 4N) and platelet release with plasma
from part of ITP patients. In these megakaryocytesc, we found a low expression of tumor necrosis
factor-related apoptosis inducing ligand (TRAIL), caspase 3 and caspase 8, while a higher
expression of Bcl-xL and Bcl-2 compared with megakaryocytes cultured with healthy control
plasma. Furthermore, the expression of TRAIL, caspase 3 and caspase 8 increased when adding
1uM TWS119 cultured with these ITP patients. In addition, a significant acceleration in platelet
recovery was observed in TWS119-treated SCID mice which received irradiation and splenocyte
transfer.

Conclusions These findings demonstrate that TWS119 might promotes megakaryocyte
production, maturation and platelet release through enhancing TRAIL expression and TRAIL
pathway sensitivity in megakaryocytes in ITP.

OR-008

ETRAAM KR E M/ MMRE & RIGT ITP BER RULBIEZR
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R 52 T WA VR IT IS M A VA M S A S AT s DR E SR B, S (1) 2 AT
18 1 G P /IR RE BB L, B2 RV — 26T (RHPESNE \VIG FE BAVE S KRS hE i
JREE) K &IR)T (TPO K TPO 2ARMEh7). FIZE Ry TRk, BE2aikiEZmyIsRA s i
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W, ARG clTP B — Vo, AREER. MRl R, JFAOE. HIMPEsr . R i /MR
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SR 122 IEFEST, Sk 411, 5 33.6%: ik 814, [ 66.4%. Fttfily 1. 1.98. Hifi
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OR-012
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B mife MDS BB T ) I /MRS DhRE 2, T HMAS YA 77 AL /N s i e s ifi /MR e
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JFHeE (HCC) 4T A ) CX3CLL A5 1 e 2 £t /NI i ) 4 T FIATL 1]

i AR HAARASS Transwell 40BEIERL S50 R R A8 K B2 S AR #R AR, SRA RNA T4, it
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HAERE 7R A, TR FARBLA F, IR R /MM T8 HCC A K] . S250 &I
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OR-015
Platelet CLEC-2 protects liver function from septic injury
by inhibiting complement activation

Zhanli Xie!,Bojing Shao 2,Lijun Xia'?
1.The First Affiliated Hospital of Soochow University
2.Cardiovascular Biology Research Program, Oklahoma Medical Research Foundation, Oklahoma City, USA

Objective To determine the role of platelet CLEC-2 in pathogenesis of sepsis and the underlying
mechanism, and explore the therapeutic potential of targeting CLEC-2 in treatment of sepsis.
Methods (1) Mice lacking CLEC-2 in platelets or podoplanin in myeloid cells and littermates were
injected i.p. with E. coli (2x107 CFU / mouse), followed by the observation of lethality phenotype.
(2) Blood urea nitrogen, albumin, lactate dehydrogenase and alanine transferase were measured
by using fully automatic chemistry analyzer. (3) Histological change of livers were evaluated by
HE staining. (4) Plasma complement and complement inhibitors levels were measured using
ELISA. Liver cytokine mRNA expression profiles were measured by RT-PCR. (5) Cryosections of
livers from mice were stained with antibodies, then samples were imaged with confocal. (6)
Platelet-monocyte aggregate and expression of podpoplanin on monocytes were analyzed using
flow cytometer.
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Results (1) Half lethal dose of E. coli caused death of around 20% WT mice and 70% platelet
CLEC-2 deficient mice at 72 h after challenge. Compared to WT control, mice lacking platelet
CLEC-2 had significant higher serum levels of the markers of liver function at 8 h after E. coli
challenge. Challenge with E. coli induced destruction of hepatic lobules, cytoplasmic
vacuolization, sinusoid obstruction, and mild necrosis and inflammatory cell infiltration in WT mice.
All these abnormalities in liver were more severe in infected platelet CLEC-2-deficient mice. (2) At
8 h after E. coli infection the gene expression of TNF-a and IL-1b in liver from CLEC-2 null mice
was significantly higher than that in liver of WT mice. Compared to sections from WT mice, there
were more TNF-a staining in liver sections of platelet CLEC-2 deficient mice. (3) Positive
podoplanin staining was rare in livers from mice with or without E. coli challenge. Also,
podoplanin is expressed on endothelial cells of lymphatic vessels in liver. But there was no
colocalization of staining of macrophage and podoplanin. (4) Plasma levels of C3a, C5a and C5b-
9 in CLEC-2-deficient mice were significantly higher than those in WT mice after E. coli challenge.
And there was a stronger C5b-9-positive staining in livers from challenged CLEC-2-deficient mice
than WT mice. (5)Plasma levels of all complement inhibitors in CLEC-2-deficient mice were much
lower than those in WT mice at multiple time points. And the different plasma levels of
complement inhibitors may be due to impaired release of a granule from CLEC-2-deficient
platelets. (6) Circulating monocytes express podoplanin in septic mice. Also, podoplanin
expression on monocytes is independent of platelet CLEC-2. Podoplanin on monocytes may
interact with CLEC-2 leading to platelet activation and granule secretion. More platelets bind to
circulating monocytes during sepsis, which may allow podoplanin to bind to platelet CLEC-2.
(7)Lacking myeloid podoplanin recapitulated the phenotype of platelet CLEC-2-deficient mice that
present reduced complement inhibitor releasing and enhanced complement activation during
sepsis.

Conclusions We reported that platelet CLEC-2 protected liver function in a mouse model of E.
coli sepsis. Engagement of CLEC-2 by podoplanin, the CLEC-2 ligand, on monocytes caused
release of complement inhibitors from platelet a granules at early time points after E. coli
challenge. Released complement inhibitors protected liver from complement attack and reduced
inflammation responses in liver in septic mice. Our findings reveal an important function of
platelet CLEC-2 in regulation of complement activation in sepsis and a novel mechanism to
protect liver function from septic injury.
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i i AR v A £

SR HHHREEME T Botrocetin WWF 53 N MNMCREERIEE — BB, FFREAR T B VIR T
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OR-018
A comprehensive study of coagulopathy in cytogenetically
and molecularly distinct acute leukemias at diagnosis
Zhiping Guo,Rong Gong,Qiujuan Zhu,Tao Wang,Liangming Ma

Department of Hematology, Shanxi Academy of Medical Sciences & Shanxi Da Yi Hospital, Shanxi Da Yi
Hospital Affiliated to Shanxi Medical University

Objective The aim of our study was to analyze the characteristics of coagulopathy in
cytogenetically and molecularly distinct acute leukemias.

Methods We retrospectively analyzed 211 adult patients with de novo non-acute promyelocytic
leukemia (APL) acute myeloid leukemia (AML) and 105 newly diagnosed acute lymphoblastic
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leukemia (ALL) patients. We assessed disseminated intravascular coagulation (DIC) occurrence
according the International Society of Thrombosis and Haemostasis (ISTH) criteria. The
associations of the cytogenetics and mutations with DIC development and the DIC markers
(fibrinogen, D-dimer, prothrombin time, and platelet count) were analyzed.

Results The distribution of ISTH DIC scores among the acute leukemia patients who reached the
criteria for diagnosis of DIC was significantly different between APL and non-APL AML (P =
0.001), APL and B-ALL (P = 0.002), and between non-APL AML and B-ALL (P = 0.009). Except
for high leukocyte count 2 20 x10°%L, a normal karyotype with NPM1 mutations and FLT3-ITD
mutations was independently associated with the development of DIC in non-APL AML in the
multivariate logistic-regression analyses, characterized by a significant PT prolongation, along
with significantly elevated D-Dimers. Cytogenetics with inv (16) was also identified as a risk factor
for developing DIC in non-APL AML. Prevalent PT prolongation was characteristic of AML with
inv (16). The P210BCRABLL transcript strongly predicts hypofibrinogenemia in B-ALL in the final
multivariate model, but Philadelphia chromosome negatively affected elevated D-dimers.
Conclusions

DIC occurrence and the coagulation profile were associated with the cytogenetics and mutations
in acute leukemia.

OR-019
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w15 B N RS, IR 46 B ANGNNZIEE T . 46 Bl AN 37 5] (80.4%) [IZWTA
TP, 4 9 B9 N2 Wrtuds FE A as 7 1 CAA, 361D « MR SC I MR (36 Bk
EREGAIE (MDS)  (1LfD « BIEEGE M TG LMUEEAR QFD (1) .

QIRIT TS KRB (3537, 95.0%) TEFF4a L MyAMHYG T AT 2l —F &L R ITP ¥R
JTHZG, B ILREAE IR BER, GRS R ERE (. BRPRIEERS . SRR IRR.
PETEE . KL, VR E . 2806 AN (3437, 91.9%) W HAMIAIT RIVIMEFIE N 25mg/
K, HRHH 2-3 B /245 Je R N 42 50mg/k .

YT R OFE 37 B ITP &3, e T EARE F N 70.3% (26/37) , HH 40.5%
FIR N (15/37) IEF58 4 M. 58.1% i A\ (18/31) 7EHH L #hmfa e 28 KENAE]
7 RUbRAE, 35395 N5 ZE K FH 29 ) (] /N A BT XYHEIT B2 26 #il A4, 21
(80.7%) MIAEXRGHEAN 25mg, 4 N 50mg, 1 %14 75mg. Gt ina 805 R A2
], LHEARE (80.7%) MR T Bk (45.5%) , FEAHM /MR ITHECE s 1 B A &%
g (R D o AT 1R, 2 FiEl 3 M AU ERARESCRTLHEZES, 75758 70%.
69.2%. 70.4%. @ 3% AAFAT, H LEIXHyAEEE REMHET ARG 1 2 . O
3 R AR S N AR N, A 1 R IT R MR T IE W . A A TE 0w N R A 2 5 T
BN, JEEFSMER. @ 16 MDS (AR C#iEmE 75mg qd) K 2 5 =R IE TR 5
I/ NRAE AN B2 AR /i yG 97 Js i 408 7

(@) ARM: R A S HyAma TN 2 4F, 5 FlE A (10.8%) I EEE =, 1 H
AN T eSS (2.1%) .

590 Myt 1ITP 78R3, X —2RIGY7 JoR 1ITP i A rT =5 jE kB 3 iy i o7

13



PEEFLFETTREEMESIEMFFARSY 1835w

OR-020
TR AT B M RN L BT BIZ CRERILE
S M/ MR E—RIRT BT R R 2P
- LRTREMEREHLIG AR R 53

HFLFe, i, Db BE, R IR, 18 52 1K AR, SR
HAHREE AR S M R b 5 LE EE R

B H w057 2T 2 28 KA BT 7 RO S AR R E T 2 N ITP B —283R
7, EFUNFRE B BN T )LE TP R AN EIWE R B2, T = — 28 N H K G S ZE KA v ia
IT B . ABFR B R T FE G ZEKF (High dose dexamethasone, HDD) 544tk
JERA T RAEW] ) L R R S e vE /NSO 9E - (immune thrombocytopenia, ITP) —£kE77H 1
TR A

HIE AR —DURF G BTRENE. BEALY REIG RT3k 0T 2016 4 11 H % 2018 4 2
HARGIWRITRIR ITP 8L, BN EIBENL > 43 “HDD 40 (i ZE KA EEK 0.6mg/(kg.d) #ikiE
W, L 4d) "RPDN A GRIEREIGFIE) 7, MINEIT IEHIRIAE O « Frst s N K& 25 EIE -
GEEL JLan N 211 BT HEHTE: HDD 41 110 451, PDN 40 101 %, ML JLEEMER]. R, 18
ST R 16T AT RE I R T T E 2 R (P {E39>0.05) o J7RL: 1946~ (HDD
HIEIRITH 10 RN K PDN A7EIRITEH 28 RMWIRAMIRMN) « WAL BRI 95.5%L
96.0%, P=1.000, ¢4 M ZEE 74.5% 87.1%, P=0.024, PDN H¥JiE 584 RN £ 5T
HDD 2; P4l v bh iz R e g2 = X (2 K 3 K, P = 0.078) ; HDD 41/ PDN
PRI IE IR R L 2 S g o 208 N (M FFEEE 6 MH KL L) -
P P2 R B3R R e RN R R ZE R TG FE X,  (89.5%!L 91.8%, P=0.636;
90.2%Llt 85.2%, P=0.359) ; Log-rank F&48 77 7% b A I FFEE s BB L 22 7 B 4i i 22 L. 3.
BIER: P4 LIABTEIEGNEL Cushing 1E. REBEG X AT R JEEAE. B RS,
{H PDN KRR, WA RER, RERINCLL AT & A S ER (11.8%
tt 26%, P=0.012; 12.7%tt 46%, P=0.001; 10%tt 80%, P=0.001) , JEYLI NiRSE FIpIfiE
TR J I A R

L0 WIRJLE TP N R FE RS FE KA 2T R 5 4L 8e ik Je bA LT UR J o7 -5 K A 2% fid 15 1l A
L, AEAS B N B AR TAL Ge ik AR 2, AT AT ILEYIZH ITP L, T2 O KFEARBENLT
R PRAJE FLREATUE 32

OR-021
Prospective evaluation of HEP and 4Ts scores in Chinese
patients with suspected heparin-induced
thrombocytopenia

Sen Li,Lian-kai Fan,Shu-jie Wang,Yong-giang Zhao
Peking Union Medical College Hospital

Objective Diagnosis of heparin-induced thrombocytopenia (HIT)is challenging. This study aimed
to compare the diagnostic performance of HIT expert probability(HEP) and 4Ts scores,and to
evaluate the interobserver reliability for the 4Ts score in a clinical setting.

Methods This prospective study included HIT-suspected patients between 2016 and 2018. Three
hematologists assessed the HEP and 4Ts scores. Correlations between scores and anti-platelet
factor 4 (anti-PF4)/heparin antibodies were evaluated. Receiver operating characteristic (ROC)
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curves and area under the curve (AUC) wereused to assess the predictive accuracy of these two
scoring models. The intraclasscorrelation coefficient (ICC) was used to assess the interobserver
agreement of 4Ts scores between residents and hematologists.

Results Of the 89 subjects included, 22 (24.7%) were positivefor anti-PF4/heparinantibody. The
correlations between antibody titer and either HEP or 4Ts scores were similar (r = 0.392, P< 0.01
for the HEP score; r= 0.444, P< 0.01 for the 4Ts score). No significant difference in the diagnostic
performance was displayed between these two scores (AUC for the HEP score: 0.778vsAUC for
the 4Ts score: 0.741, P= 0.357).0nly 72 4Ts scores were collected from the residents, with a
surprisingly low percentage of observers (43.1%) presenting the four individual item scores which
made up their 4Ts score. The AUC of 4Ts score assessed by residents and hematologists
was 0.657 (95% confidence interval [CI]: 536—0.765) and 0.780 (95% CI. 0.667—-0.869, P< 0.05),
respectively. The ICC of 4Ts score between residents and hematologists was 0.49 (95% CI:
0.29-0.65, P< 0.01), demonstrating a fair interobserver agreement.

Conclusions The HEP score doesnot display a better performance for predicting HIT than the
4Ts score. With the unsatisfactorycompletion rate, the interobserver agreement of 4Ts score in a
tertiary hospital was fair, underscoring the necessity for continuing education for physicians.

OR-022

J&R % 4 0 /)N B 4 25 i Y 2RI SR 3R 1 K2 Il PR 45 AIE 534

T A SR X BRI L, PN KGRI, e U, b 5, 743t 5K
o R 5 2 R 2 B I S 9T e BT LI = e

H R 43 b7 TR & M I /N 22 i RR 3 R DR AR i RARRAE DA R 1E FR AN TS R IR 2R o

¥k fE 2009 4E 2 A 1 HE 2018 4F 11 A 1 HIkP O EREVIZH 178 6 ET B MR ¥k}

B ET B IR IREE SIERHT 2 R AT S AR b, R F0I%500 I PR R AR I A% T
R I R R R TR R 2R

£R 178 4B, JAK2VELTF R RARNIF N 18.83%+13.27%, CALR A RARNIH N
34.35%+13.50%, MPL 3[R R4 R N 30.03%+8.63%. 5 CALR F:ERHR KA B E ML,

JAK2VE17F BRI RAZ [P B, ~FIFRE S (P=0.035) , “FHA4Mi40E s (P=0.040) , ¢
B AT R (P=0.001) , fiiSPI MR FECEAL (P=0.002) . Wi ET §iH I g
HHIEER 47 %4 (27.01%) , 2K ET GHIMEFEGNEES 34 (1.72%) . B2 KRES
MrE, =R (FFER>60 %) (P=0.013, OR=4.595) . LIEGKREFEE (CVF) (P<
0.001, OR=8.873) MNIMHMHI G K ZE, CALR KA (P=0.032, OR=0.126) JMIfit:H
PR R R R B 2R E o, KImEmE (F#>60 ©) (P=0.042, OR=4.045) J&5M
ET B MAmN (0S) MakFEZE. H kaplan-meier 20t EAER <60 % M4ER260 1) OS
38 115.231+£1.899 /M H A1 83.291+4.991 MH, ZERA G E X (x%=6.406, P=0.011) .

43 BT TR AR R, SR St 53 Fh LA L R A . I Y BIAR B N
KTM2D K548, A 6 k. HN NOTCH1. TET2. FAT1 #RFRA (B3 5 %) , DNMT3A
BRI AR 4 1Ko

2 CVF. |t (FFER>60 ) NIARERIfERFZ, CALR R 9AR i A2 S i) R dr 14 (Kl
o mAeE e ET BE AL, Nk, EEX ET B IGREE SR8, W DA RS HES I
SHRIRIGTT s B> MRS f S R RRE P I, o8 B 2 i ik e A s o
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OR-023
R &M M/ MRIE ZAE B E A RS
MEREE Y45 M B AL B RS

N 5Kk E 2
o R 5 2 R 2 B LI S 9T e BT LI = e

HE B ET B35S RN, SRARWI - THU, v ET B BALEI 58 R )
TR BE R YT PR AR AR

TE WM. P A BT BE SRR ERER AR A AR (MSCs) , —RINFEA GO,
KEGG Al GSEA /i fEiEs 4l Z it fl ET B K) MSCs #HTZE R R, DI FAHERIIR
N, BT MSCs DhRERILLEER T, FEEAFERN MSCs 5. T, o . A, Bk
MSCs 138 ML SZRFRE J7, A BE R HOAURN 2% A 455 77 22 v o AR G4 B Rl 7K F, Rl CD4
FEVE T 4uMo3gss, 0 E$E+ CDA BHYE T M PEFN T 48 Bhan i 1/2/17 A1 v T 40 i 03 41 g
B, R BE TR HRURN 25 A 5 772 H SOREAH DS ML Rl 17K F, FF R e85 7k KAl MSCs H i
TIRE ST, s LU 2 e (o A WU 1 B v A2 S 8 2T 4 R it )3 4 i %, A B s A AN Th e 22 Al 7T 10
S P 31 ) 25 B PN B e v A 50 N g e i 1 il i e 7 P b = = I Rla =X 0 s I K 8
R (1) ET-MSCs fr{EEF AR R (2) ET-MSCs S5, HT- MBS, R
Y B AN AR 4B A E 10855, (3) ET-MSCs Xt CD4 FH: T 41 B 38 58 AE 1k DL & %8 9E K- sCD40L
Gy U B E VRS, X i tE Th2 4 AT 2 R 7 LA A -4 4 W (10355 S A F ok
§5; (4) ET-MSCs X 1E 1% Il ) S 47 RE /19855, (5) WDR4 73 1-7E ET-MSCs W R IEIRR L, S
MSCs [, 2 Z M 0IRTS; (6) WDRA-IL-6 15 5 HE0E 55 580 ET-MSCs % 1F 4 i 1L
Y HRAE S35, (7) WDR4 {£%15 53 ERK-GSK3B-CREB 15 53 4 2 [ BB AL AP P& A%, #Eim 5
2 ET-MSCs 40 N4k 1IL-6 J8/0; (8) JAK2VELTF P ET H B ik I Mo 18 v A7 78 22 S 22 457
P& B R T AN R-1B FF T = .

% ET BEME G M AOASAAE 2w e, 5 MSCs DhReHki, b Rl fsg B4
1175 . MSCs HKKIANK WDR4 S HI4IHLA 4F IL-6 /KRR AT e ET BFE KRN MSCs ZHF
1 3 L Th 8 32401 1 8 7y T AL .

OR-024
Targeting DNT/Treg axis, Sirolimus is operative in
autoimmune lymphoproliferative syndrome (ALPS)/ALPS
like syndrome: results of a single centre experience

hao Gu,Zhenping Chen,Jingyao Ma,Jie Ma,Rui Zhang,Runhui Wu
Hematology Oncology Center, Beijing Children’s Hospital, Capital Medical University, National Center for
Children’s Health, China

Objective The management of refractory autoimmune cytopenias in childhood is thought-
provoking due to the lack of established biomarker on escalating treatments. The efficacy of
sirolimus was evaluated in refractory autoimmune cytopenias case series whose DNT/Treg axis
is imbalance.Inhibiting the mTOR signaling pathway regulating TCRab* CD4-CD8double-
negative T (DNT) cells/ CD4 + CD25 + Foxp3 regulatory T cells (Treg cells) axis is expected to
control the progress.

Methods The DNT and Treg ratio were detected by flow cytometry before sirolimus management
and during follow-up progress.

Results We present data on 7 complete-response patients using sirolimus as monotherapy.
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Sequencing of immunodeficiency, lymphocyte proliferation and apoptosis related genes, we
identified FAS spontaneous heterozygous mutations of FAS (c.234T>G, p. D78E) and CTLA-4
(c.523dupT, p. Y177Lfs*2); Homozygous missense variation in PRKCD (c.36T>G, p. Y12X);
Heterozygous mutations PIK3CD (c.3061G>A, p. E1021); heterozygous variation CASP10
(c.683C>T p. P228L), TNFRSF11A (c.658T>G p. F220V) and IRF8 (c.1076C>A p. P359H). The
baseline percentage of DNT(DNT/CD3*) and Treg(Treg/CD4*) were 2.8% (2.27%-4.01%) and
3.6% (2.0%-4.2%) respectively. Receiving sirolimus as monotherapy for three months, the DNT
and Treg portion came to 1.95% (0.87%-3.18%) and 6.0% (4.3%-7.0%). During drug reduction,
although patients’ clinical manifestations were normal, the imbalance of DNT/Treg axis might
recurrent.

Conclusions Sirolimus may be successfully used in (ALPS)/ALPS-like syndrome children with
imbalance of DNT/Treg axis. Changes in DNT/Treg axis present sirolimus dependence during
treatment.

OR-025
20 5l in# 14 i /R D 1 2R B E BV IR R A 5T

EA G
H R [ 2R 2 B LI BT 7 BT L = e

B H 70 B A 1 i NS PR S (TTP) BB I RS AE . ¥697 7 R A

JFiE [BEE S 20 ) TTP B IR T KL K SPSS 25.0 #4347 404 747 -

SR 20 BB 5 7 . L 13 B, A RS 39(12~65)% . 13 f4il(65 %6 )R I A HLAL LKA,

M /NI (100 %6 )« AW L8 95 PR VA I PE 27 1 (100 %6 )« #H A KE IR (95 %) K #(85%). B I
F(70%), B RIER ARG HEIR (30 %) f tH MAEIR (30 %) 22 WL o 6 1] 58 2 AT I A 2 o A s (R
FLR L BG(ADAMTS13)FE R ill, 4 7 B[R R AZRHME . 8 9] 3 7 Lk B e A k1T ADAMTS13
TR, 7 151(87.5%) ADAMTS13 i1 <10%, 1 % ADAMTS13 it 100%, %5 &I R4
B, HAERFTHEZ 7 MR IR « 20 9 JE 3 43 45 52 4 B 40 1M 2% 4ndE (100 %6 ) 288 [
M (95%) ANBIEFRE A (40%). FBERIZ(25%). FIZE HH1(20%). KEH (10%)6)7, %
Z MR B e A Ik EL 8.5(2~34)k. 19 BIVEIT AR (95%), 1 BT (5%). H ALkl 1j i (A
1017.5(38~1994) K, 8 K H1LZfk(40%), 6 15 % (30%), 2 BiIFT:(10%), 4 #IKi/i(20%). &
RAFRAL T KIZEAR2H](22.248.2) % X} (37.6+12.1) % ,P=0.020], #5713 B il Ret%/KF & T
KR [(22.4+13.3)%%(9.0£3.1)%,P=0.041]. FET-ZHAERS . #5213 B #efl LDH Jz AST /K
T K W 22 i 41 [(65.5+2.1) % X} (37.6+12.1) ¥ ,P=0.014;(1811.0+261.6) U/L *}(927.9+476.6)
U/L,P=0.040;(82.3+24.2) U/L X} (42.8+18.0) U/L,P=0.036], HGB /K *F 1% T & ] 2% fitt 41
[(59.0£5.7)g/L *(81.1+12.1) g¢/L,P=0.041], WBC. PLT. HCT. MCV. MCH. ALT. TBIL.

IBIL. UREA. CREA. INR ZR#T4t1t 2% X (P>0.05).

2 TTP M2 f5 EIR KRR, LI A A S TR G /08T, ADAMTSL3 JE K Ry A il Bl T
S, MRIGITIG REREEER . s BEIC TTP EREBE LI, Fi¢. LDH. AST X
Ret%/K-F-A B T T R 25 )5 o
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OR-026
Identification of a new subtype of haematopoietic
Stem/progenitor cells with megakaryocyte
differentiation potential

Mo Yang,Shichao Chen,Liang Li
The Seventh Affiliated Hospital, Sun Yat-sen University

Objective Thrombocytopenia is a common clinical condition and requires more effective
treatments. Our previous original work confirmed that 5-HT contributes to the expansion of cord
blood stem/progenitor cells (CD34+/CD41+CD61+) and haematopoietic reconstitution in
NOD/SCID mice, and through 5-HT2R and Erk1/2 pathway, 5-HT remodel F-actin organization,
promoting megakaryocytes to pro-platelet formation (Stem Cells, 2007; 2014). It is suggested that
there is a subtype of haematopoietic stem cells (CD34+5HT2R+) with the potential to differentiate
into megakaryocytes (CD41+5HT2R+).

Methods We studied the specific functions of cells through subsequent experiments, including
receptor expression and signaling pathways.

Results Results showed that: (1) The presence of 5-HT2 receptors on CD34+ and CD41+ cells;
(2) 5-HT activated the PISK/AKT pathway and the Wnt/3-catenin pathway via 5-HT2R in CD34+
and CD41+ cells, with anti-apoptotic and pro-proliferative functions; (3) These CD34+5HT2R+
differentiated CD41+5HT2R+ cells, 5-HT acted on 5-HT2R and Erk1/2 pathways, and promoted
the formation of pro-platelets by F-actin reorganization; (4) CD34+5HT2R+ haematopoietic stem
cells implanted in NOD/SCID mice reconstituted blood function, especially on thrombopoiesis.
Conclusions This study provides a more scientific basis for haematopoiesis and drug
development, especially for the treatment of thrombocytopenia.

OR-027
SCUBEL BF /R Th sE RO HL BURH 55

JE e e RS, B R
e RHROR 2 R B 2 B s B A 2 e

B ke g L m A 5% RE S, B DL LRI AE AN i A 28 AR R i sh Bk ke, DLVR B ik
I A A A ZE AR R PR 5 Rk I A AR DA SR 0 I A P s i A A R BRI A AR o I A 75 7 2
FHNB AR, HRERBW KAZRNE, BIEME N0 MR sh 712528 R a8 4 1
U o, /MR BTGS2 S EUMAS YEZOR AL O LR BT o [RIL, I /NS A ATL R BB T X ¥R
7 AR P A L . WFARURIRIE T P R L (ECs) FIfi /M 1 1) SCUBEL 737 (fF1ETE
OB ) 2 I/MRIE R AR EX, R I TR AR S 5, FO /N i
WA EMBER .

FE I /R ERAE RGP AT Se 6 #R R SCUBEL EIM/INBUEAL R IAE . & B R AL 85 775
% SCUBEL & 51l /MRIGL {5 58 fd ] Western Blot & Co-IP [# i 5 SCUBE1 #H H.AEH 5%,
SEL TR J SCUBEL W # if /ML .

SR R/ MOESIFIER T, SCUBEL HA M/ MOREIER, HiEIylie B~ SCUBEL fg
5 PEARL fHHEAEH .

%5 SCUBEL fefg (Tt i /IMRIEAL, KL PHIT SCUBEL 15 5@ B Ae s bl A T ik, 7 Bh T PRI
A PG R AR B RS, RN T fif SCUBEL {2 5 8% 4 B T-Hi il /MR 25 i 5 .
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OR-028
I /RS E T3 A /MR I A FI B 2R AR IF B RIA RIS

BRG15,30 75 5, X B R B
LIPS A 35— B B

HE 7R EE LR (PTR) &3 M MM SRR kAN AR IA TS 0L, i — D3R
PTR HIAHIGREMI A R -

Tk Xt 50 G/ MRAIE TSR K 90 B /IMESEAT BB, RPN O DGR R
B T HMRIHEE O, R [EBE  dr b ARSI PR B R .

SRR/ NOR R TR NS R B, N AR S AR B M R R 1 (P<0. 05), il
BOPE T A L BT %, diiERElE T At pl B 2w, 25000 gt 58 (P {E¥1<0. 05).
2 PR 2R S AL /NSO B S L /NS T R B S A B R 2R

S50 I/ INBEURE XS I R TR AN T s G E AR, PTR 2 — DRtk . PTR %
SRR, ARME S R ORUESE 22 A TEAE R, IR RCR 32 22 PRI R0, I s KR
FIRECSCE VRO . AP T bk A B0 A B T 2 PR ] DA R L /SRR AR 1 7 A= 34 1E
AN T RO A A R R AR

OR-029
R mishE (TEG) {EATAFMERRMEE
E I 4AaED 5 PR SRR

Wi, 2R, DA, ST B8 e 52 W, 2 ZR 2 1 DU, 5 ) 2
o ] R 2R 2 B LI BT 7 BT L e

H I FH TEG k5 G-CSF h A R4S = & M LS BURES, s R 12 k.

HiE

FATXF 2018 4 5 HE 2018 4 11 AR AP ORATIERR/NE M T4IH A 11 42 1R B4 i PR
PORNEAT T RBE T, 8 AftE N, HA 3L ME Nk, PIER N 298 (1552 8) .
BB AR T HMAT 5 RIEZ T HA%Ch 6 (5-8) pglkg/ K G-CSF VEHT

R NoOxeftF RN T A E R LM . B—REER MNC Hl CD34+21 i) A7 5 5l
N 8.55 (4.29-35.9) x108/kg. 2.86 (1.45-5.03) x109/kg. 11 44t &I i 140 B KA 24 K ()
FUEE LIRSS IEH, R TEG iR RIR 2 AAE A mB R . X 5 (3 26 S AM A T4 R 4
R 4B A EUE A K.

G0 75 AL T A S 515 M TR B RS 5T, TEG BU R A LA 75 58 BUsk . 7EA Ak
K, A0 L4 R A 2 R I 208 VR S 2 AR R R A TEG 25 D7) Wi A 93 By A =4 19
o
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OR-030
ERPARIAREEFHER (t-PA) /FREEE (UA)
BFRBEBEXMmMER (TA-TMA) BaTHEEMS

T U 1.2 2RI 12, e 12 By 1, SRAE
LIRIN R R 2R — BB
2. 75 L ZE MLV B Bt

BH R EHALMAERRHEGER PA) JREEE (UA) fERRA SN (TA-TMA)D ¥R
I H i S

HEE Kt 2 61 3WEIER TA-TMA BEA TIITRE tPA. —JTFE UA N ERIERIG)T, B T s
MRk, WEl—, ik, 33 %, T ZZPEIRE0A A 5 A0 & 556 D I T 40 A i 30 K,

WL DURYE AR — E g iE Y biE o, BiEE 41 K, HIlmasEa. /M E T
B, FLRRIEBE FTF. 2R ANE W 2% L4000, 2W TA-TMA, A% 3¢ B ¥
[, AT 10mg t-PA & 20 K, 30 KRIEAGDIRIEAZM, SwetrkE. wpl—, B,

15 %, FAEREEIMSIERGE N THMEE 2 A4, W, MELW: . /R
A WUEF. FLRRMEEE BT 2R, ANE R A%BIEL YT, 2 TA-TMA, S
WEBFEN, AT tPA (10mgd K, 20mg3 KD #EH 7 K, SHRIEIRFEAZMR, FH K
2. R IR L, SRR, 2R, IR A, MK E R 30k, BEEIREEY 20 7
BAER] 16 K, NZREIRFEARZMR, SHIERIKE .

ZEE 2 B 3 IRKIEH TATMA BEEZFITRE tPA. —J7FE UA AT HIVERRIGTT RS I B e
i, TA-TMASEIRZE MR, S etk . Jom™ & ik A4

Zw

DL t-PA/UA N E AR IET I T TA-TMA HEYF, B — SRR

OR-031
ZRE FRRSNRBEREFREDTHARBERR
FEAERE MM R R ER E B

ReF7 77 AN IR R A
i 25 ZE R K S B R B

HE Lo B bR 2R S i e e e S 326 DAL gk I~ 40 PR A A R i 5 A 8 S i e s e 8 o 87 R )
MR,

FiE [EEE S8 2016 4F 1 H % 201 8 4F 12 AEHRAMT F AL RIE i 40 B R A A S5 I & 55 H i
PEBEBE 2 1) 37 B E B IR Bk AR HE 1L M VAN [E] 20 A2 B B ZRAL (21 1)) A gt
(16 %) , WA BREWITEBRFFERENEE, 28 EIRRAFULEHE IR SRR A
WEVE, IR T DA ML EEBE RS BT e e N VETE, P4 (R B HEYE 30 /b ek R E ASREMT 32 i

XPEL AL MR . 1 R REEE R AR B ERE.

B O RWIEMRYE B R, 2R EIREA 2-7 K, FHNHEA 3.48+1.47 K, RGN
2-9 K, FHRHA N 4.81+2.04 K, WHERHSHH¥E X (P<0.05) , @1 FREHEKER,

FH'S FRRRA N 31.25%, MEEFLALN 56.25%, MAKERE ST #E L (P<0.05) , ®f
FHZE, ZHE LIRERAN 90.48%, IMEEFAHAN 625%, MALRRERHFRIT¥XE X
(P<0.05) .

29 LHE LR E R I RS T 40 A 0 R S5 IF & T R H i M B b 2% R S A ORI T i B
H, HWEEARRED, TR REIT 2 H.0 R T BEERE N LT BT 7S 8t — P 30 AE .
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OR-032
Ph & lAt SEREE N MR M R REE RS

TR AL, BT OHT
TR LR B R 2R — BBt

B [mlEitE 4 58 4 2 ds Ak PP BEXE A E MR (Ph-MPND B35 B IRFFIE, /4T Ph-
MPN 3 i S 1 fa R R 2%

J7ik U4E 2018 4F 1 H & 2018 4F 12 A iz THa @R 2E W e 28 — B i #t Ph-MPN 3 58
B, Hedr PV 21 %1, ET 34 %], PMF 3 #l; KH PCR {ZA M IK NI R 54 I 5 s e AR5 &1
Frill PAI-1 B[R 8 AG/ISG 2251 43 BT AR S A8 i s il (R 25 % fa s PR 3%

B JAK2 V617F FE[HRAFHK N 76%; CALR FE[HRAFR N 12%; MPL FERRAERA 0%. =
PEF N 12%, HA PV 3 JAK2 V6L1T7F K RAZZN 76%; CALR K RAZZN 0%, ET EH
JAK2 V617F BRI FAFZ N 79%; CALR FEFRAZH N 15%. JAK2 VO17F HEF FAFRHM: ET £
ERHMEA CALR 3[R 248 BHMEAE ke R AR B e, ZRW LS5 X (P>0.05) . JAK2
VE17F B[R RACRHVERIBI 1 PV B e kAR, ZRELGiIHFE X (P>0.05) . ET &3fMfed
#, H PAI-1 &ERFRALLFE (4G4G>4G5G>5G5G) HLMmteFH Mt kALK, ERASHT#
MY (P<0.05) ; PV &ifitedd, H PA1L RIEFBRIEMR G L MAFEILE, 2RS0T
2E N (P>0.05) . ET fl PV SIS, HileFFRERS ST REREEE, ERE40
2R (P<0.05) . ET B, JAK2 V617F HEH AN PAL-1 R RIANE (4GAG>
4G5G>5G5G) SAMLE, ZREF ¥R (P<0.05) ; PV fl PMF &3, FRWKRERT
il . £ 7T Logiastic A5, PAI-1 JEK 4G4AG BUAUK G 5 MK A%, OR
520518 6.744 (95%CI: 1.195-38.056) Al 15.641 (95%CIl: 3.327-73.522) .

2% Ph-MPN 3, JAK2 V617F FEHRABHMERH WL, HE CALR FER AN, HA=H
PE#E, MPL RAMMERD. £ Ph-MPN H# 7, PAI-1 K 4G4G B kAR ET 4G5G M
5G5G . ET &3 PAI-1 2 [H 4GAG Mt KA % IR T 4G5G #1 5G5G . ET #ll PV A Jf k4L
B e KA RS E T R R . PAI-L JER 4GAG BRI G Ph-MPN B35 M Ae S04 & A 1 4k
SfERR R

OR-033
SR IFI/ MR EH PICC BE
X VTE B IGFKiZaHS

AL (2 VR BN
LIPS A 35— P B

BB 3% 20k A 0 82 MR A4 IE PICC S M e Bk M AR R 280 (VTE) %4, H
G RIS TR T7 5

i [ TR BT 3 AR B SV A M B R, MR TR B JF PICC S8 AH e ik I F
EEGE (VTE) Jifl 16 i, S E5R0A 2290 580 7 I 28 I PTEESOR J 2 4k .

g5 1.16 120 i B TR /NSO SRR R A2 PICC S #H2C VTE, ik AML 10 61, &iE
gipE 7 1, ALL 6 5], mE4npE 4l S 116, &5 6.

2R IR T #AIA 8 B, SR iE E R T A 3 B, POmERE 2 B, BfEE 3 Fl, HiEIt
PICC S AHICEY 3 .

3.VTE KA M /MRI<10x109/L; 10 & F B2k 2544 5Sma/d ¥a97, L fmE, 1-2
JERERGEME, TIRFRIDIRGERRGYT s 6 BB E B0 TR 4100u/d ¥Ry, TlihneE, 3
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Bl 2 F SRR, 3 Bl MRIK S G0 TR RS IESiEE, 1 BEEREM, AU I4ERrn
T o

50 120 AR B i MRE B A S 3 PICC S8 M VTE £ &A= T 1 g 47 fif B i ik e
HAME], YL S R AL BT B N fE R ER 2R

2. SV e B Xa P AR 28BN ) 2 A e KT RO, S AR D BIE IR R R e 4
BHR AR T HFRE I ERR & ] B 2miay7 RUR .

OR-034
MR X EE —KMWFS SieHmEXTIRE M
S ERERISHT AL B 5T

XS ZE P 5, W1
HE RO 2 [R5 B2 2 e FY I A e

HH JE TPkt A vEA I ) 2 ke 0 2 B A S 2 R ERA R P R 2 L 1B A I I AL DAY e 45 )
171 35 RASL N U AN B2 520 o A 3 e i A AR 9 3 PR — A 0 a8 % SR AR AGL I PR o PR 0 3 42 W o 1
BA LS ifa s mis iz,

Tk NERIK AR AR AS P e B 1, A NARHE: A SR ) S SRR A B A o R A I A e T
50 % A LHIFIKIAR BE . HEBRARAE: SELLM UORIE IR B B s IRk (R AT 3 i
R AR I D A P A Sy A i e A AR il o A it e R AR hn (045 . pUktiiE (AT 3&1E, &
FCIETE. HE SIEMEARI; XA AT RO R I EE PR 7 I R R

SR AR FUILIR R R I S A R 32 i, I R DRI A I A B R AR R 3L 26
Ty RO B AFAE SR SRS DN SR I I SR U2 R A5 253 238 ), W PLAEER S TR R 9 . Y
FOTERARZFEMG I EZER (p < 0.001) , MLk PR A5 0 5 4% 07 2512 i 2 45 0 8 -
81%, 28%

S50 AR B A & S e R R vh i, TR RS, kit ae i 20T
SRERETH &, HEEH T 2 Est e N RN E

OR-035

By 39 BRI S AER B 54

AL 2R 2 5K A 3 RH
L7 HIBERER 2 R 55— BR e
2.] M g3 2 A 6 v O
3 R BRI T

B8 Ji st =AW 5 R I R S e 2 A e I BEAT SR RS Wy, WERR AR IL ML, o B R st
FEME Gy I R IRARAY, NGRS S IR TR HE T Bl

7k Kt 2017 4 12 H & 2019 4 5 AR HARAET 122 1Y 69 158 XE & 24 16 5 A i B Sh B
i 0L 3 sk AR R AT R DL ) e XU PRSI, L 5 H B IR B TIAR G 76 AR
ARBAMNE T XIS FH M & F X3 5B IRRRIL. S50 = W AR B AT 120 .

SR ORI 29 MK RIL 39 6 (56.5%) BHEFA LS RIERSE, BiHEEE 17 N, i
12 N, Ffi4FEws 28.5 %, HfF/Ee e . He DVT30 %1, PE2 ], PE & 7f DVT3#l, 3.
FR K AR RIS AR R R 1 8, LA DA 2o py e ik 3 I R s PR OO e i I A 1 iR ) 16 461
(41%) , WEURG R ZEEE 6 6§, BHRLEEMEH KN LF. BAZ2W: Prst i EEskiGE
3% (7.6%) , HE C HAAE 9 B (23%) , HHE S HFAAE 7 B (17.9%) , HiEtMiFS5EE C
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GRA) 2 B (51%) , FV =4 3 ] (7.7%) , F2 "% 2 f] (5.1%) , FGA %74% 3 #
(7.7%) , ALV tPA BREGSE 161, FO BRIEAE 1 6], CYP4AV2 =748 1 4. HAfg 8%k K548
A7 85X (5] 22 A J5 RV E50H 1 A A A R4
W AR TSR B S S E RS WA AR, CHLRITIG IR B 4. SR AR R
() R LA RN R DR A ST ART () T, RS HEIZ IR SR ALl Dbk, SRR I R &k bt B A T
(I BH AR FH o

OR-036
KT & LDH EAME R PLASMIC o &%
MERE TTP BEHISENE

JEXTR, JE R K ik
Hh Rk 2 RO S IR TR 55— R e e B ST B B

HE TTP IERE 4%, &mFRE, FHENRAME, REFATIMH BT R E. ADAMTSL3 G &4
FIREN R TTP 2 & brifk, (HE WA BRI E. TIRREIMAES 252 R Im R TS 5
T, RHAGB AT ERINERESE . AT ARSI PLASMIC FUrEIRE TTP 2l iR i
8, i EFE LDH E N 2 Wi .

FiE B M 2016-2019 4E 17 4] TTP F1 27 FldE TTP B MG R &R, LRI/ IMR 4k
MCV. [E#ERHZ R WK, PT-INR LR BTGB TER R . (s ih s Bl TanitE, it
PLASMIC F24>

2R L s PLASMIC 41l TTP fafk /294, 16 # TTP £ ADAMTS13 /it <10%, 1
BlEE N 17.2%, 3 ] (18.75%) AF1EH A, 14 #1] (82.35%) fF{Em A, 1 27 ] Non-
TTP &, 134 (48.14%) fA/E NS, 1441 (51%) fF1E = R .

2) WM MCV KF . WLEF KT LA K& PT-INR K VFEH L E ER: A4 MCV KT H
(94.18+7.77) fL, Ja#l N (90.54+7.72) fL (P>0.05);: "iZLWLEF/KF N (101.66+78.28)
umol/L, JG41 A (114.98+102.86) umol/L (P=0.651) ; 4l PT-INR /K°FA (1.07+0.15) , J&
204 (1.14+0.45) (P=0.563) .

3) [AEARLT R DL R P 2R 41 40 i T 43 07E P 2H 2 (R 3R A 22 S 38 G227 3L (P #4259 0.000) , H
ROC #hZk /R [E$2H 4 & N 28umol/L i, ik T i #i 6y 0.893 (95%CI 0.791~0.995) ,
P=0.000, RfJE 88.2%, Hr+/Z 88.9%; MY H /ECN 2.3%H, #hek FHA N 0.877
(95%CI 0.768~0.985) , P=0.000, REEF 100%, %F57E 42.3%.

4) TTP 41 LDH R IE¥ EEEMER (9.63+7.67) %, 4 TTP 40 (1.90+1.66) %, ZRHS it
B (P=0.001) . ROC £k~ LDH Ft 5% 1.87 B, #hiZk RN 0.935 (95%Cl
0.866~1) , P=0.000) , REEH 100%, F¢57E 76%.

£ PLASMIC B4 RGETTREHAE HIRE TTP BF 2. (HEE PLASMIC 4 RGiHnA
LDH Ftmfssl, BPet R PLASMIC FU7r R4 nT et 6 E TTP s Wit — & Ml RN E -
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OR-037
The saponin D39,isolated fromChinese Traditional
Medicine Liriope muscari, blocks dissociation of
nonmuscular myosin heavy chain lIA fromTNF
receptor 2, suppressing venous thrombosis

Yuanyuan Zhang,Kefeng Zhai,Min Li,Youmei Tang,Boyang Yu,Junping Kou
China Pharmaceutical University

Objective Non-muscular myosin heavy chain IIA (NMMHC IIA) plays a key role in tissue factor
expression and venous thrombosis. Natural products might inhibit thrombosis through effects on
NMMHC lIA.

Methods Here, we have shown that a natural saponin, D39, from Liriope muscari exerted anti-
thrombotic activity in vivo, by targeting NMMHC IIA. Expression and activity of tissue factor in
endothelial cells were analysed in vitro by Western blot and simplified chromogenic assays.
Interactions between D39 and NMMHC IlIA were assessed by serial affinity chromatography and
molecular docking analysis. D39-dependent interactions between NMMHC IIA and TNF receptor
2 (TNFR2) were measured by immunofluorescence, co-immunoprecipitation and proximity
ligation assays. Anti-thrombotic activity of D39 in vivo was evaluated with a model of inferior vena
cava ligation injury in mice.

Results D39 inhibited tissue factor expression and procoagulant activities in HUVECs and
decreased thrombus weight in inferior vena cava-ligated mice dose-dependently. Serial affinity
chromatography and molecular docking analysis suggested that D39 bound to NMMHC lIA. In
HEK293T cells, D39 inhibited tissue factor expression evoked by NMMHC IIA overexpression.
This effect was blocked by NMMHC 1A knockdown in HUVECs. D39 inhibited dissociation of
NMMHC IIA from TNFR2, which subsequently modulated the Akt/GSK3B-NF-kB signalling
pathways.

Conclusions D39 inhibited tissue factor expression and thrombus formation by modulating the
Akt/GSK3p and NF-kB signalling pathways through NMMHC IIA. We identified a new natural
product that targeted NMMHC IIA, as a potential treatment for thrombotic disorders and other
vasculopathies.

OR-038
TREM-like transcript 1 is a more sensitive marker
of platelet activation in patients with acute
coronary syndromes

Shundong Ji,Linyan He,Mingging Zhu,Changgeng Ruan
The first affiliated hospital of suzhou university

Objective Platelets have a central role in cardiovascular thrombosis. P-selectin is commonly
used as a gold standard marker of a-granule secretion and irreversible platelet activation. TREM
(triggering receptor expressed on myeloid cells) — like transcript 1 (TLT-1) is another membrane
receptor found in platelet and megakaryocyte a-granules and is rapidly translocated to the
surface upon activation. Lysosomal associated membrane protein 3 (CD63) may function as
platelet activation marker. The aim of this study is to compare which of TLT-1,P-selectin and
CD63 is the more sensitive marker of platelet activation in patients with acute coronary
syndromes.

Methods Adult patients who developed acute coronary syndromes over the past six months in
our hospital were enrolled. After provided written informed consent, citrated blood was obtained
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from patients for assay. Surface protein expression of TLT-1, P-selectin and CD63 was analyzed
in resting and stimulated platelets following fixation and staining with FITC- or Alexa Fluor 488
conjugated antibodies. Data was analyzed using Flow Jo 10 (Tree Star, Ashland, OR). Mean
fluorescence intensity (MFI) of cells in each sample was used directly for comparison.

Results Of this 107 patients studied, 72 were males and 35 were females. TLT-1 and P-selectin
was only detectable in activated platelets after ADP addition. The MFI of TLT-1 and P-selectin on
resting platelets were 1.01+0.41 and 0.45+0.27, while activated were 5.01+1.60 and 18.11+3.52,
respectively. CD63 was detected in both resting and stimulated platelets, the MFI of CD63 on
platelets without or with ADP was 18.01+1.58 and 23.49+2.71, respectively. TLT-1 was also more
rapidly upregulated to the surface following thrombin and CRP stimulation compared with P-
selectin and CDG63.

Conclusions In summary, we show that TLT-1 is more rapidly and abundantly upregulated on
the surface of activated platelets than CD63 and P-selectin in patients with acute coronary
syndromes.

OR-039
Evaluation of analytic and clinical performance of
Thrombin-antithrombin complex (TAT) assay
in prognosis of Acute Ischemic Stroke

Naifang Yel?,Zhenzhen Liu,Xuefeng Wang*,Wenman Wu?
1.Ruijin Hospital
2.The Second Affiliated Hospital of Anhui Medical University

Objective To evaluate analytic and clinical performance of plasma Thrombin-antithrombin
complex (TAT) assay in assessing the severity and outcome of acute ischemic stroke (AIS).
Methods The prospective study was conducted in Ruijing Hospital of Shanghai Jiaotong
University School of Medicine and extended from January 2018 to December 2018. 236 patients
admitted within 24 hours after neurologic symptoms onset were recruited, including 175 with mild
(NIHSS <5), 75 with moderately severe (NIHSS 6-25) and 4 with severe stroke (NIHSS >25).
Control group was constituted with 90 subjects admitted in same time period for minor surgical
procedures without history of arterial thrombotic disorders. Multivariate logistic regression was
used to assess the association of the TAT and D-dimer with stroke severity and clinical outcome.
The ROC curve was adopted to analyze the performance of TAT and D-dimer in determine the
severity and outcome of stroke.

Results The median TAT and D-dimer levels were significantly higher in the AIS patients than in
the controls [1.9(IQR, 1.2-3.4)) vs. 1.0 (0.8-1.4) ng/mL, P<0.0001]. The average TAT levels
patients with mild, moderately severe and severe stroke were 1.75(IQR, 1.1-2.6), 3.3(IQR, 1.8-4.5)
and 13.5(IQR, 7.2-15.3) ng/ml. The D-dimer levels of respective patient groups were 0.39(IQR,
0.22-0.73), 0.58(IQR, 0.39-1.25) and 3.59(IQR, 1.73-4.74) mg/L. The Plasma TAT and D-dimer
levels significantly correlated with the severity of stroke (NIHSS scores) (r=0.411 and 0.311;
P<0.001). With the optimal cutoff TAT level (1.75 ng/mL) determined from ROC analysis, the
sensitivity and specificity of TAT for stroke diagnosis were 0.763, 96.7% and 37.0%. The cutoff D-
dimer level was 0.38 mg/L and the sensitivity and specificity were 0.772, 97.4% and 41.0%. The
AUROCSs and specificity in the moderate to severe stroke increased to 0.880 and 77.7% for TAT,
and 0.903 and 79.2% for D-dimer, respectively. Age (OR, 1.029; 95% CI, 1.001-1.058; P=0.039)
and high concentration of TAT (OR, 1.197; 95% CI, (1.086-1.320); P=0.000) were significant
independent risk for stroke severity. Age (OR, 1.078; 95% ClI, 1.023-1.136; P=0.005), high initial
NIHSS score (OR, 1.470; 95% CI, 1.280-1.688; P=0.000) and high concentration of TAT (OR,
1.283; 95% CI, 1.105-1.489; P=0.001) were significant independent poor prognostic factors on
multivariate analysis.

Conclusions The baseline plasma levels of TAT and D-dimer to be higher in AIS patients
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compared with healthy controls. TAT and D-dimer were superior in estimating the moderate-to-
severe stroke than mild stroke. A high TAT plasma level is an independent predictor for stroke
severity and poor prognosis during one month follow-up.

OR-040

TPO B e EERA K EMMRHE TP
BB AmpaEsmaH I

FREE, G TR, 2R, T T, i
P 75 B AR 5 U5 R B

B WFEn], TR &M % A S /MR iE (immune thrombocytopenia, I TP) B 44 A (1) 1fiL &
IR Z P, WA (endothelial cells)F A 55 (1) 5 2 41 Rl R 7 i 45 A1 45 1 4% 5 A% 40 B &% if
ANARE I P B AR o AR S A BT 9T B 4N If /N AR 2B B3R (recombinated  thrombopoietin,
rhTPO)XS T ITP 38 N I 4l 2 i i BB, JEiE— PR Z AR FHLH]

TE M ARFEIRE TPO X ITP & EEN K AH40ii(Bone marrow endothelial progenitor cells,
BM-EPCs)BEATALEE, Ahn TPO X IR . Fllscie sl . xof HEAL A B AH 40 G 8 6 AL B i

PAK R . TR

R NEHAMRIESE 5 RAEAHMBUER KR SETEEA, 7-10 KR4I 5 A
B T QA B ARAG I Py J7 L1 R 2875 CD34/CD133/CD309 /% DIL-LDL. FITC-UEA %f% 76X
PP, CCK-8 iL45 R s TPO AT LAk Py B AH AN M (13558, S E N 100ng/ul. Ho 7 HE R
Yo gk RN S0 4 40 M BB I B T IR (n=4,p<0.05) , MR . T AL W 1 o
(n=5, p<0.05) .

518 TPO X T ITP &3 i B A 4n e R A A, HALHIA Rt — B0t 5t

OR-041

AT mpniE S IEm et ERMR

ST L ERGHE LR LR AR RIS LAk B LA L AR
ME B 2, BB 2, kA 2 80 V3 2 R !
LRHEEERIR 25 — Rt
2. P B 2 s e A e W 2 2 e LR % 5 LY 2 T ol
RPNELV RPN ISV R

HE T E B S 20 (PV) B IRIRRHIE . gt e L AEAAE I, WA PV &
FORA MR ER G E.

Jrid Bl 931 B PV BE RIIRARES s . SEIS S RRIE . A A i AR AR DL .
H Kaplan-Meier A= 1753#1A1 Cox 2 [R50 H1, BFFTsem PV B M Ae A2 M fal R % .

R 93141 PV &, 1953 (20.9%) kK- RELT4EiL, 20 il 3 (2.1%) kA S EBE 4N
IR (AML) , 115 fil83# (13.4%) 6T, 31.3%MIAET & T e ZE. L 439 4
BE (47.2%) KAMEKRZE, Hi, 93.4% (410/439) B KAZNIKIEZE, 15.3% (67/439) #Hi
fik#: %€, 35.1% (154/439) K& 2 RUA LM ZE. o WS B2l e ZE R AR N 62.9%
(276/439) , WaZEIRA 235/439 (53.5%) [MEFH KAMAEEZE., M2 EENIMIEA
THE iR, BRI, /RO TR K A A ke SR RS, PR 4 E N 1, 2
P EE KA MR ZRESTERE: 20— 0 0EEKKEZ (P=0.009,

HR=1.978, 95%CI[1.183, 3.273]) , [ ¥ #: % ¥ (P=0.001, HR=2.226, 95%CI[1.378,

3.598]) , JAK2VOITF AR g (V617F%) 250% (P=0.006, HR=1.896, 95%CI[1.204,
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2.986]) &M PV MARARFERfEREINER . ARYE 2 R A af R L M kAR SE 1 i A, 7r 41t
FARMEA (040 « e (140 Mlmfadl (22 40D, Hdfik, . S fad B ik kAR5 53
N 7.7%. 47.5%. 87.3% (P<0.0001) .

Zi FFAK VELTFY%, iy o MV SR A 32 T PV AR MR TR i) 0 224 i

OR-042
Reduced B2-GP I is associated with increased platelet

aggregation and activation in patients with prolonged
isolated thrombocytopenia after allo-HSCT

Haixia Fu?,Jingzhong Zhao?Lanping Xu!,Kaiyan Liu!,Yu Wang',Huan Chen!,Wei Han?,
Jingzhi Wang?,Fengrong Wang?,Xiaojun Huang?*,Xiachui Zhang?*
1.Peking University People’s Hospital, Peking University Institute of hematology
2.Peking University People’s Hospital, Department of Clinical Laboratory

Objective We aimed to measure platelet function and its relationship with B2-GP I in prolonged

isolated thrombocytopenia (PT) after allogeneic hematopoietic stem cell transplantation (allo-
HSCT).
Methods Fifty-six PT patients and 60 allo-HSCT recipients without PT (non-PT controls) were

enrolled. Platelet aggregation and activation, 32-GP I and anti-32-GP I antibodies levels, VWF

antigen and activity were analyzed. The effect of f2-GP I on platelet aggregation was also

measured ex vivo.

Results The results showed that ADP-induced platelet aggregation was significantly increased
(39+7.5% vs. 23+8.5%, P=0.032), and the platelet expression of both CD62p (33.6+11.6% vs.
8.5£3.5%, P<0.001) and PAC-1 (42.4+7.6% vs. 6.8+2.2%, P<0.001) was significantly higher in

PT. There were significantly lower B2-GP I levels (164.2+12 ug/ml vs. 234.2+16 ug/ml, P<0.001),

higher anti-B2-GP I IgG levels (1.78+0.46 vs. 0.94+0.39 U/ml) (P<0.001) and increased VWF

activity (133.06+30.50% vs. 102.17+25.90%, P<0.001) in PT. Both ADP-induced platelet
aggregation (n=116, r2=-0.5042, P<0.001) and VWF activity (n=116, r2=-0.2872, P<0.001) were

negatively correlated with B2-GP I levels.
Conclusions In summary, our data suggested that platelet aggregation and activation were
significantly higher in PT, which might be associated with reduced B2-GP I levels, and the

reduced B2-GP I levels might be due to the existence of anti-B2-GP I IgG.

OR-043

H B MR TR CAR-T JRTHY I & w B & Ffa iR

Foc 123 B 123 BRAE 123 Jigh 123 (U EigE 128 R SL 123 [l R 128 ik 123, Ak 123
LIRIN R I 5 — R e
2. L7548 LRI FE BT
3. PA AR AR 5 b o B AR

H B BT MB0% &% CAR-T VAT Ja A AR BRI % (S R 2, R thR L FE A xS T2E4T CAR-T
RTT e PR LB R T RS2
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FE R TR ik, X 2017 4E 2 A 2019 4 1 AL TN KERE S —ERL R 112
BB A K CAR-T 697 e IR FORNEEAT 704, B9 Hh Bt L FR b JAH OQ DR 300 T B8 38 Tl () 5%
) .

iR 112 ) CAR-T IRIT I IMBw EH T 55 69 B, 2 43 5], WA Fwe 47 (24~57) %, 49 HilK
4 0-1 ¢ CRS, 63 ikt 2-4 % CRS. H[HZE /4 B/ ialiEm (p=0.024) . fhy7 k3
(p=0.008) . BAHIRZ (p=0.001) . [EFHAMILLZ (p=0.008) . ML EH (p=0.043) . I/
R (p=0.009) . C KM EH (p<0.001) . H4HE AR (p=0.002)> . 45 &k (ML iE g I (8]
( p<0.001) . #t i /i J= i ] (p<0.001) . IL-2 (p<0.001) . IL-6 (p<0.001) . IL-10
(p<0.001) . IFNy (p<0.001) X} T & CRS (2-4 Z0) MKREAGH¥m . ZHREMTBHE
RAE (p=0.007) . [FHFMEILE (p=0.04) . 4 A (p=0.046) E/nXfT™HE CRS (2-4
B BIREA G R L. CAR-T 187 I B H I 2L 5 T8 21 57 RS AU B IR RS HH 1M
Jiti A 0f R B Pl e i, R bR S AR IR R AR BN AR L&, CAR-T BE R ([H4
Ji 1-2 KD e MBEr 4R A RS (S4g/L) , RIVEAFAETTRE, B MR Bk AT
Y8 A AR HTHFEH N . 5 AT B E T 3 44 R AR TR L4 Pyt If

e HEBHMIEAR T RPN T CAR-T B IRYT I KA AR ™ %, b sgm g s . )i 2
T2 KFEARFENT CART B35 EEIMAR bR 207 W kAR 7~ & M5 455 CAR-T B2 U5 AH 1 o

OR-044

8 Bl )L E-FHE DR &R B B B M Il PR 53 A

RS, ik, S igh PR, 7K 88, BURIR, X 7 A8 5=, R
HABEE AR MR AL O LR EE e

B i @i m g - RIS R LR PR s a2y 7 1, NGRS IR A2 T B

JrE [EE s> AT 2016 4 1 H & 2019 4 1 H M IR 7 #0 Ba ARk R 27 B J A6 5 ) L 26 12 e i g o ca i
16 1) 8 BRI SR LI AR 91 TR S SIS =k A, 1297 AR, VRIT TR L.

2R 84 KMS L, Fepl. 24, HAEHFER 4 (0 R~17) NH, #Hid) LR 2 4;

s 22 WS (] 59 (34~140) K; 6 #IEFFE M b 6 BREARIZIREHKE, RiZN
ITP, Evans, HXWKE R 4BRBEAN-RIETEIZIE N ER; 8 HI#F PG MHMER . 7
BEiE. KEFWIRTT, B 7HITHh NIBIT. Tia: HALREUII ) 487 (112-1033) K, FrA &L
YA, M/ NRAR IR H TR AL R 24.5 (7-60) K, £ 4EE AR E IEH H AL A 20 (7-30)

K, D-ZERAETREZIER ALK A 105 (40-240) K.

S8 IR X1 AR R I /INBR T 0 S B il 8 BB LR R BB RE RIS, R 75 0006 T
EPN BRI AR AR R R, FHIH2 W JG T x T o B IR IR T 5 A 2R .

OR-045
Skewed X-chromosome inactivation leads to hemophilia
expression in nine heterozygous women

Jiajie Liu
Shanghai Ruijin Hospital

Objective Hemophilia A (HA) and B (HB) are rare X-linked recessive bleeding disorders caused
by mutations in F8 or F9 gene respectively. Most frequently, the skewed X chromosome
inactivation (XCI) is involved in the onset of the phenotype in females with HA or HB. To
investigate the molecular pathogenesis of hemophilia and skewed X chromosome inactivation in
nine heterozygous females, the proband and their female relatives were studied.
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Methods F8 or F9 genotype, FVIII and FIX activity, XCI ratio (XCIR) using both a classical
human androgen receptor (HUMARA) assay and RP2 assay, xist sequencing, karyotype and
High-density single nucleotide polymorphism (SNP) genotyping array analysis were utilized. A
correlation study between FVIII:C and FIX:C and X-chromosome inactivation (XCI) patterns in
blood leukocyte DNA was also performed in carriers.

Results Here, we reported 6 HA patients and 3 HB patients. Sequencing of the F8 or F9 gene
revealed that a missense mutations in four patients, splicing mutations in two patients, and large
deletion, large duplication and an inversion of the F8 gene in three patients respectively. A
positive linear relationship between FVIII or FIX activity and percentage- activated mutanted X-
chromosome was found in HA or HB heterozygous females (R2 =0.904). A copy number variants
located on Xg28 were revealed by the array analysis. A 2904kb deletion (arr[hgl9]
X(g28(152,328,908-155,233,098)x1) covering more than 60 OMIM dgenes in patient were
categorized as likely pathogenic and pathogenic respectively according to widely accepted
guidelines and this patient demonstrated completely skewed X chromosome inactivation(100%)in
in association with the 2.9 Mb Xq28 deletion .

Conclusions This study shows that FVIII or FIX activity in HA or HB heterozygous females can
be directly related to XClI skewing, and that low FVIII or FIX activity in females in this family is due
to unfavourable XCI skewing. We postulate that the 2.9 Mb Xg28 deletion identified in the patient
arose de novo in the proband, and produced extreme skewing of X-inactivation via a “cell lethal”
mechanism.

OR-046
Bl 42 #5148 B F VIER Z fE Bl Bt 534

HEE PN 7] W
o R I 2R 2 B LT BT 7 BT L e

B B e tEEt i R VI (FVID SZRER AL IRRRIL. L= A 2. 3697 &
Jii o

FiE B HT 1999 4E 4 H-2018 4F 12 Hhiz TIbi ) 38 il L v FVIEL = 5iF B3 il R %
¥l

LR 38, L2416, B 144, hAER 14.5 (0-75)%; AXELE 6 6. A HMLEIRE
28 N (74%), “H DLREIR A2 6l i (9 151 24%)%[1%@31(8 Bl 21%); 11 B KA PR I, £
KIWANALESZ, A LEEEN 46%. S5 =R a 5 Wt MLEg R A (PT) 284K, 3EE
SIS EE 1) (APTT) 1E%, FVINEYERAK. 13 BTSN, KB 2 NN M.
EELE RS 59 (PCC) & 14 ] (37%) , #Frffikikinig (FFP) 11 f5l (29%) , HHANE
B FVI (rFVIa) 3 61 (8%) ; 18 il i M EAR BER B2 (47%) REEZAHRIEIT. 18

B (47%) AP RAHMEREGEIRER; 8 #UE HaE R, H&MEEM 33%; 3 #] (8%)
PR BEAE B AR I R BARIGTT, 961 (24%) HE K5,

S X T PT K. APTT IEH H4EA R K AREA IR 2% it AL 1 PV =Z0E . 28084 U

WRMETCAER, (EAE T ARSI a1 B A . FVING PR 5 H AR ™ SR 2 18] T 2 25 A0

9‘%‘@ Y IRE PR A B 2 MR S TP VR T o rPVIa iR T AR EEIE 3 o B R SR ARG I X 10 1Y) i
& W R A S B R .
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OR-047

m3RBREFERMET X SPEESEBEFARBNEA

A, 2, I O0E
g S I R R 2 B o B < R e

H B R 50 M B ARIETT XTSI T X1 (Factor X1, FXID) e FsE 53 B = AR A 0096 97 15 FH 2 3k ST
o

F¥E XF 2009 4 5 A% 2019 4F 4 H R igA8 @ K 2= @ s e BT WoE i 28 #I#HHF ARG A i
K7 XI Brig (26 658 EHEE, 2 BREaEE) BE R MR ERIBT TR (FFP 15-25mi/kg)

S M) ] T A R i s AR A S AR AR S A

2R 28 HIFAREET, FXI: C RANEEEAERIARF 2 4/KF (17.5%~65.0%) , “F# FXI: C
29.48%. fEUbHEAL L, H 34 (10.7%) FXI HEEEGEEE R Bl FE WL, HEIEH ALK
JaH MG Ha 25 ] (89.3%) HEF AT EIARFIIAKESHHMME . 28 HlFREHHKER
SRR FFP J5 ¥4 & A MmAe F k.

a0 YEREF S B AR T AL R T X1 SRR R B T A U A A v b ) S 3 P T R A

FKARFTK AR 1 K EFARMUH) HivE FFP LUAIRIT BF&E, FEREMRIE FXI: C %41k
10\ ) V= 4 1 0 0 g N v AN L 58 s B2 N i

OR-048
Bleeding assessment in haemophilia carriers:
a multi-center study in China

Sen Lit,Yunhai Fang?,Kuixing Lit,Adrienne Lee®,Man-Chiu Poon?,
Yonggiang Zhao!,Xinsheng Zhang?,Shujie Wang?,Jie Li*
1.Peking Union Medical College Hospital
2.Shandong Hemophilia Treatment Center
3.University of Calgary, Foothills Medical Center, and Southern Alberta Rare Blood and Bleeding Disorders
Comprehensive Care Program

Objective An increased bleeding tendency has been shown in female hemophilia carriers than
healthy females. Bleeding assessment tools (BATs) are mainly performed in westernized cultures.
It is unclear how these BATs perform in populations where health-care and family planning
practices may influence the utility of these tools. Our objective was to 1) quantify the traditional
ISTH-BAT scores in Chinese hemophilia carriers; 2)describe and compare the bleeding
symptoms (including bleeding after surgical abortion and IUD placement which are culturally
prevalent in China) in carriers with healthy females; 3) correlate BS with factor levels.

Methods We conducted a multicenter, cross-sectional study on carriers and healthy controls. The
assessment of ISTH-BAT and originally developed C-BAT (including scores for surgical abortion
and IUS placement) were completed.

Results A total of 125 hemophilia carriers and 106 controls were enrolled. Carriers had
significantly higher median bleeding scores (BS) (both 3 vs. 1 by ISTH-BAT and C-BAT) and
lower factor level (63.5% vs. 101.8%) than controls. Bleeding after surgical abortion and IUD
placement was significantly associated with carrier status. Neither ISTH-BAT nor C-BAT had
significant correlation with factor levels.

Conclusions Our results show that hemophilia carriers experienced abnormal bleeding. Unique
to the Chinese population is bleeding after surgical abortion and IUD placement significantly
increased in carriers. However, BATs could not exhibit significant correlation with factor levels in
this population.
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OR-049
FABREBRERTEESPELLFREEIRKEE
FEHREOE X T A LA R 7 571 L i RURS: FR B A B

FRGE L SR LKA TP L HREE LB DT LR 5R 2
1.5 77 BB K22 1 77 B Bt
2.9 LA R AFE DA B

BB PRI IR 5 S8 75 18 R AE LA R A8 R O S ANE 551 PR, 7 8 b PRI A S DL R AE
SR HE I RS H ) T A

FHE 5T 75 BB E W 75 AT RTE U P A AP, X 45 B T RRE AR R T 7R R R A
B E— RN HEATE A G (Contrast-enhanced ultrasound, CEUS) Mit4y. i EET
R AT 2 SR AT 4 AN A BEYT, ARYEBE VT BANAE JC oG H 0K B85 2 N oA A i 5 56T e
MH . 0% B IR AR bR, PR B 75 VP2 Sl AR B R AR IR AR GV s L As s JIL R 75 A
AN A IS R IR IR R B 22 s PR A H I 2H 5 2 T H af 26 28 5 7 7 G 7 - T
PR 22 s PR P A 2 % T PY: 235 B U7 BT G Hh I o B A DG 1

SR BT O BNRA MRS VR LAAR,  IUACRE ISR AR S T H R VR CRLE I R AR
BRI RTIR . E R, BRI 5%, BAF RS (Body Mass Index, BMD . #]
WREARIBIT W LAWK TP 1697 SRS £ IEAHSE (r=0.19~0.67, P<0.05) , S5 flkt i K1k &
SR (r=-0.304~-0.444, P=0.000) . #HEIEMBA T IMERHEEERE (829 0.5310.29cm)
BEMEERATT (82 0.3910.16cm) HJE, MEZERAFRIIFENL (P =0.012) . XA HIM
AR &I HE S (0.38+0.75 43 ~6.86+3.49 43) Ktk L 4l (0.10£0.42 4y
~4.42+3.86 7}) i, MAERESIT%E X (P=0.000~0.029) ; NS &0 H vE 50
P ST i vkt B OEAE S (r=0.17~0.63, P=0.000~0.030) , Hr' CEUS 14355l 17 i E %
W H IR B AR S A (r=0.63, P=0.000) .

g 1A B EIRIT T R AR NG RS FE bR 2 Al b ah A AR ST S PR a5 R, LI
ARG T A R, XS X MR DT AR R R

OR-050
M E R G B A G RARN MA&m X1
RERETE M E IR AT A E

SR AN, 2R3, S AE, P SE, 15 e 8, ) 5
P 75 BEAER 57 5 R B

BB PRI A RN 75 32 52 3 AR AE I A D 1 1 I 26 I A8 A AR B VAl o B E, X 18 A
RAIRIT T RGBS K .

FHiE K 29 B AR A BEXUS . XU SR AT K A R B2 il A (CDFD A
7, XS N R ARG S RFEE R (BT NG R R SR e i E s, ke
JE S B DITHD ) HE4T Al A Rl A% (SMI) SR 75 i 52 (CEUS) R £, ATl I B A A RE . 3t 41
AT EINEZ T KBS . CDFL. SMI K CEUS #28, AE 5 16 4, BT 94, Boe™y
16 . N Adler -2 & 1FEXTE BN CDFI K& SMI MLAE 54T 2 &35, N AER Y
B VP B s A AT . I I A APP IR BB F IR IR BT KL, Lh4 CDFIL. SMI
CEUS X} IfiL A2 95 26 75 Vi FE 37 A6 1 5 (K 1A 0B, SMIL K. CEUS & & 9 #r 5 5 H 1L Jim A [ B ] p
(1IW, 2W, 3W, 3W-3 MH, >3 MH) BEHANENEE; 248 SMI K& CEUS &S5 E
AT IR R R
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£ A1 AN AOR T RN HESZ TR R . CDFI. SMI f CEUS #:# . CDFl. SMI. CEUS X}
W MLRAS 5 RS REN NN 21/41. 34/41. 41/41, ZERAB S 115 X (P=0.000-0.009). J# I
WAE S EEIFS: CDFlI #¥%r: 0 4> 20 4> (48.8%) ; 1 4r 12 4 (29.3%) ; 2 4 6 4
(14.6%) ; 34 3/ (7.3%) ; SMI it45, 0% 34 4~ (83.0%) ; 14r 19/ (46.3%) ; 2 4
10 /™ (24.4%) 5 347 54 (12.2%) ; CEUS it4r: 04 0/ (0%) ; 145 54 (12.2%) ; 2
2 11 A (26.8%) ; 3 % 25 4 (61.0%) . CEUS 5 CDFI 1 SMI & &1F/r this, /7l f 38
A 30 MRTVES . SMI 5 CDFI e &V bhEs, A 20 NRTT PRGN, ST i 5 25 =
JE VPN T R LA AR R e, SMI LA HE %, PT. AUC 37ECT LG 56 = JRIA B i i . o
LA IMRES CDFI e &E1F4r. SMI e E1FSr. CEUS &1 SMI IME %, PI
PR IFFSE,  (r=0.408-0.597) , P 1<0.05, 5 TP 26!, (r=-0.421) , P<<0.05. 5
AS. AUC JCH ZAH R

8 SMI 5 CEUS % CDFI X Ifi A0 % g I im e n % s,  JLLL CEUS B

OR-051
AL RERSMERETRER
EIFRAEFBIERA EBV BSHHE

AT 2, RAE 2 Bk 12, 12
LIRIN R I 2 — R e
2. L7548 LRI FE BT

HE oHrE A B s S EE (MDS) AT RIE T4 s i )5 EBV BEYLRRE »

F7v BB R8T T 2007 423 2016 SR B 852 S 2L R i T e A2 A8 1Y 186 i) MDS
IR R ZERE . EBV 9 8% MURE 4 AE A Hox T B 52

58 186 5l MDS i, B 117 6, L&tk 69 f, F AR 39 B . MG 72 Il HE (41.4%)
H9F N-IV E2ME GVHD. 166 il E3 ol 5 A AR i 100 K, 82 #41(49.4%) 3 it
GVHD, H 24 BRI A 28 GVHD. 35 il (18.8%) 3 &L EBV WREIME, 7 kA
NN G 53 K. SEEE M THmEHEE 1 MH. 6 DA & 12 NH EBV B 2R R AR
394 10.7%. 15.1% F1 17.9%. 35 #i] EBV i #5 I fE 5 oA 25 452 7 =D LM einIT,
o 1 BERFE R AR R A T . 2 R iR B B R T4 S s i e EBV K
LMo fEf R . EBV &Y MDS B G2 B A9 IV E S GVHD 8¢ 2 18 GVHD
HILEEFEMANE. (H EBV BESBMEEE KK, & MDS BHEBMHEEIEERKEKESR (RFS,
relapse free survival) KM G FIE, Hrb EBVREMLE L] 3 4 B RFS N 62%, &3
T EBV B4R 85% (P=0.017) .

28 EBV HYLE MDS BAH G W RIE. KD 40 000 TT BE 1535 PR R A Uk 3 1
TR R A . FERE P RSB RIE N T4 2 EBV BYHIMAT G R, 1M EBV B YL &
# RFS HIHOT G R K o

OR-052

FABURFN ZTE 3 A< 15 a9 Iim PR R A 4B

2RI T I

TL9548 IR AL N REE B2 8 R #20H T ACw ot MDT

BB A SCER I A BB A A % 5 45 A BE e T RO VPAS AR, 3R AR T MRS
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ik U 10 BIE IR b N REEFE S R AW 3, BB, Fl 4~32 %, FHFER
(13.28+2.15) %. {#/{] Discovery 750W 3.0 T MR (3[H GE Healthcare) , &, BRI RN
FIBROGTT 2B, I OGT RLHARR 2R B . 23 7R BB [R1 7 41 TaWI PRl B Jie [ 7 41 ToWI i
TREEIAUG, 5840 AME = 4R [F 3 ESWAN 51, Xf Il A0 B 31T 73 MRI SR
AR, JFatr Bk,

SR ARMABEFE L 1A NIRRT R A, SR 1. 9NMRKYE 3AIER, 6 MEH
M. 2 MR IERE . 3ABETH 1 AIER, 2 MERSeE; 2. 6 A I 152 2%
BEALESE: KRTHRE WETE 44, ERTRE. WENE 24 3. 10 fIEZHEM MRI K
AR ASKUU 25T R G 5, I Bk s /TR, PR EE Rl MR, R RS
4, WERURFHE NS ERGE, 2 EMAMRE SRS RN RIIH; 5. MRERLRGTRE. WET
B U B R 1) 52 RS A H I DG A AR R B S

G5 WEBUS T H S LA ST S Bk s BT IR BUK, BRI RIgE . Bl w R, A
TORATIR AR BRI, A BT Is IR E a7 R

OR-053
mA#m A 2)LAGEIHERMER Fvi EE B 44

R, 2 B, 2 R, 2 I, B, SR
HAEE R MR AL O LR EE e

HE 7 E B AR A LI PV SR B A

JriE %t 115 GlEEIIE R TR E A AR A L, RAKEEE PCR FIF4I4R PCR &l FVII
SR N &1 22 (R0 K L ARIGT, S L rb ARSIt 430 57 1H P 0 28 LR B AR PP e R AT VI JE RIS
8

SR ORWEFR 115 FIHHEI DL, H AR IS 24 B, S 91 fil. A
SRR DIRINE T 22 B0 47.83% (55 ], K% 10/55, miiE 45/55) , J& X R4 16.52% (19
B, KE 4/19, &% 15/19) , KA BHL 14.78% (17 9, 1KMW 4/17, &ifE 13/17)
THN L SE R RAE 7.83% (96, RIEIE 2/9, M 7/9) , 54 6.09% (7 4, K
B 217, w57, NET 18I0 2.61% (3 ], (K 0, EMEE 3/3) , BIYIRAE 1.74%
(2 5, KR O, miME 2/2) , BHLIAR 4 XoAE (1 6, (REE 0, M UL , R
RAF 1.74% s 2 61D

0 WET 22 BINCNINHEI P At L R R R, O TE CGRAR R B RSk . FE
EF LRI BT 2 AR L= AE R PV AN 2 o i FE 0 4

OR-054
Kt 375 fllLAREE 12 E8TEIMm 4T

REL, FHE, FMEE, 2R, 47 WF, e, IBE I A 5% R, o 25 XK, 3 0 K 2 ik
H R I 2R 2 B I BT 7 BT L

HE T RETT R DA 3 (T B LA 12 FE[R)3R 7 I, IF T MR 1R T IS AR AL L
M AR TR I #E

FE 3RHL 2007 4 1 H-2018 £ 12 A RFTrA sz T38RI REA R 375 HM A 0% 815 S iE
Ri]

258 A AR 309 141(82.4%), ®A 34 5] (11.0%) , 7Y 138 ] (44.7%) , FER 137
(44.3%) , IR B B 66 5], #7% 12 #] (18.2%) , 7/ 15 i (22.7%) , #H=HM 39
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(59.1%) . HFEHFJLEEE 90 ] (24.0%) , HAEH 285 Il (76.0%) o 7K H M ERA 5
WO A (A AR o JLEE R MR 2 1.00£1.19 ¥, HAN
5.14+8.99 % . JLE-FHIERZWIN AN 0.61+1.21 4F, AN 5.17+8.35 4. #&FH1GIT 157 14l
(41.9%), WP;EIT 210 5] (56.0%, IR HAEBIHIRIGEIT) - 2014 FH7EE PR A Tk
HEFHFEEAN 2.85+4.68IU, 2014 F )5 PRGN T HFHFEEN 9.39£23.23IU, HHER
B (p<0.001) . H 2014 6] o FH 2485 2% FH v 6866611.04+5544788.33 JT/4F,
2014 FJ5 % H N 23829246.17+6720623.66 Ju/4F, RAHMEEE &AM (p<0.007) . 1HITILFRE
VL A2 M (B3 E AU IEME AR 50 5MEPAERIEMK (p<0.001) , IX K
THZMETCIA N (p=0.444) .

H0 RETTAHEHE T 2014 SR BURSGE, BERITIBOSGE, BB 259 R e bt
TORWRESET:, 11 245 DR 7 P 2R Bl RS P A A B O

OR-055

s % R A B 0 555 A A R HALBIRO B 5%

(3 VRIS
H SRR B

HE PR bz 2 F] G875 08D H I 59 A o R 8 B BB 4547 1) R A DA R AR TR IR AS TR 56
AN [543 iR R R LA

i 60 RKRBENL =20 A AxtE4H; B HMEE 1 RIOARMF P =4, &K 30mglkg; C M
% 1 ROMKER, BR 1mglkg. 60 F K RRIHEEE P OSUZICT fiE RS RIJE IR 0.2ml, 3% 4
J, HERATS A . AL By C =4 A RIFEEE 4 FL 5 8 Ji. E 12 FAAE 5 R KEATR:
We (1) 47 HE FOWERE. NMAYELEROMESRMFEER. NAKI O RO
Safranin O W/ RGiAT KW HE TG  (2) AT RAER T IL-1B8, IL-6, TNF-a K&l
(3) 758 1. 4. 8. 12 JA iy B4 )N BR A1 o) ifn 2k i gk AT Rl

R AH/DNRBRAER MG RN R, FORIERAD). R P =0T 4LAH H 1% R ZH.(823 ng/ml +
56 and 1220 ng/ml +114)ifiLiEHEE DS EHHERRED (p<0.01) . HF P "R 774/
B S E B R G2 B B> (p<<0.01) 1A HREIR, o HE 20 5 vy 2 =) 2 i & B
HARRIF A H AR (p=0.52) « AT IL-1B, IL-6, TNF-o K iixt #8418 & & T ik JE A4
KB, BAEGIEER.

S AWHIERM TSR IS SO BRI R AR, B E TAR N S R B, A5 RARR
BRI TT BE AL — b 78 1 TIUSH 328 436 oh PR 1) 1S I 5 5 9 1) R R

OR-056
= FVII BRI FRMSENEB S B
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LAY LE PR
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3AbE T LEER
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R 1MW ATER T2 FVIIE T9-48 RS R 5 J7i% 1 19 T2 FVII 85 Y& 5 i
B HIEARSE WAPPS ikl B T1/2, KIRMEXIE. 2. “Z R Sy SR FVII -3 1
SER PRI FE T EE (SR A T2 FiZE<+-1h) {5 30.3% (13/30)  AMEZE &I
FH 24— 5043 Fo 25 B [A) )R I Ry v e shie ok, s AT Sl . ARAd%ia. ArAkbs .+l
WS B, Rk, MR SIETTREANBE TS I SN EE 7 B M s 2Bl J 2 Dl . B
IRZGAREN S A T2, T LS T 2k 3 — MR EEE B 254K 80 1125 5

S0 10 2580 G I IR 52 22 P R 3R OS2 0 mT BEAFAE B J1 2R I i 22, SR 22 AR )
TERRZIL R R . 2 B-R 25BN J1252 10 0 VE T DAY T ARIE BEAR 25 A Qs s gh H — N MR AT
(2580 11225 25 B A I RS2 A & 3R TR 7 R IR 2

OR-057
Low-dose immune tolerance induction for hemophilia
A children with poor-risk high-titer inhibitors:
a pilot study in China

Zekun Li,Zhenping Chen,Xiaoling CHENG,Xinyi Wu,Gang Li,Zhen Yingzi ,Siyu Cai,Runhui WU
Beijing Children's hospital

Objective To describe the ITI strategy using plasma-derived FVIll/von Willebrand factor
concentrate (pdFVIIIIVWF)+/- immunosuppression and to report its efficacy in hemophilia A
children having poor-risk statusfor ITI success.

Methods A prospective pilot study on hemophilia Achildren having poor-risk status(all with at
least inhibitor titer >10BU pre-ITl initiation). Patients received ~501U/kg FVIII every other dayusing
domestic intermediate purity pdFVIII/VWF products, either alone, or in combination with rituximab
+/- prednisone.

Results Sixteen patients with median age 2.9 (range 2.2-13.2) years and median pre-ITI inhibitor
titer 30.7 (range 10.4-128) BU were enrolled. Analysis at median 14.7 (range 12.4-22.6) months
follow-up showed total response rate of 87.5%. This included success (achieving inhibitor <0.6BU)
in 13 patients (81.3%) in a median of 8.8 (range 3.2-11.8) months, and partial success (achieving
inhibitor <6BU but >0.6BU) in one (6.3%). Compared to the pre-ITI period, the mean
bleeds/month during ITI was 0.51(64.0% reduction), and joint bleeds/month was 0.34(64.3%
reduction). This low-dose ITI strategy cost less by 70%-87% than that for the high-dose FVIII
regimen. No severe adverse events were observed.

Conclusions This low-dose ITI strategy ofpdFVIII/VWF+/- immunosuppression achieved
relatively satisfactory outcomes in hemophilia A inhibitor children having poor-risk status. This
low-dose regimen showed economic advantages and is therefore suitable for using in China.
However, further study in a larger cohort for longer time follow-up is needed.

OR-058
The investigation of isolated significant prolonged
activated partial thromboplastin time: results of a
retrospective study from a single-centre in China

Puhui Zhouzhou
The First Affiliated Hospital of Nanchang University

Objective In order to determine the causes of isolated significant prolonged APTT setting so as
to rationalise FFP usage and mininize the probability of unreasonable diagnosis and treatment.
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Methods The clinical information and laboratory tests results of 208 patients with isolated
significant prolonged APTT from Lanuary 2018 to December 2018 were retrospectively analyzed.
Results The most common cause of an isolated significant prolonged APTT in our study was the
presence of immunoglobulin-type inhibitor (49.5 percent of cases), including lupus anticoagulant

(LA)(n=92; 44.2%), FVI inhibitor (n=10;4.8%), one acquired FXI inhibitor in systemic lupus
erythematosus(SLE). There were 48 cases (23.1%) of hereditary coagulation factor deficiency,
including haemophilia A(n=19; 9.1%), haemophilia B (n=15; 7.2%), inherited FXI deficiency(n=8;
3.8%), inherited FXI deficiency(n=4; 1.9%), and VonWillebrand(vwWD)(n=2; 1.0%). Acquired

endogenous clotting factor deficiency was 57 cases (23.1%).

Conclusions Our study suggests that most of the causes of isolated significant prolonged APTT
do not lead to haemorrhagic complications. In fact, in a majority, it may signify an underlying
thrombophilic condition. Establishment algorithm for isolated significant prolonged APTT is
required to mininize the probability of unreasonable diagnosis and treatment.

OR-059
4 GRS MBI B F X R Z AE Y SEI =40 B R IIm R 53 4h

557, X0 &, 5 5T Ye
g AT I R I 2 A J B < e

HE TR R E T X (FX) $tZRERIZWIKE, [BIBE S8 4 614k & T IR R S85
TRIERARIE F X S 2 0 R SRR A . IR ARRI BT

Tk I E BRI SR N ] (APTT) . BRIMLAE RIS (PT) & FX3EHE (FX:C) , T
2015 4F 1 H & 2019 F 3 HE#HIZ 4 BRI FXECZESRSE, st i i 2 54
(PCC) . #risfukikindg (FFP) . 44K K1, 1hifnfubifn, &5t E KRR &4: 8087 J7ik
R A4 BIERFENKRTEEREMFEL. 2 RVEEHER . kIR0 Mk R4 IR BB ) IfAE
N e LAk A0 (A I . A B PT. APTT IEK, FX: C R T ABE& T EZM T
REIRYT, 2 W8 B IUEEIR . ARMESA U745, 2 Bl EEsET.

S0 dkR T MR R GU5 I FX S ZRE 2 W, I8 5 B0 R RO AT, 53 2 WE A
TEETE .

OR-060
WE i RRRLR S AES F R M TN EER B RV Im R 8 K2 5

R, A
HABEE RS M R AL U R B

B W 4nfss&4E (hemophagocytic lymphohistiocytosis, HLH) & — ™ 5 28 5 dir () 2 0E
R BEARIES HLH AIRE LT R % W, HAEWSUNE HLH AR BUSAEC. (HEEAEHE
KENNFWIE, FERREEIREE R AW E2m i oA A O HLH B3 1R T R =75 R
AEDL IR S SR VATE DL, DR — 5 W R SR AN, AN TR

JrE FUEPEEE TR 0 2017 SFUSIA I HLH B3 PR TR, X i & JREE I Th RE 55 (195 1513k
17001, FEEHNT: BRMIhRERF 1258 (FDP Jhi&, Fbg P&, PT (A) <60%) , &7 HI
DIC (H#E 2017 FoRih M gt iz E & X330 , BEEIFHIM GHE. FFIRGE. fil
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W& DAL SRR R S5 HUE A, Ieak, &3 RAGFFE LR B — IS0l IRIREER G2/
KA REHRRER, REWMBLS, HLH K8, /MUK, PT (A, F4EEAED « Bl
B DA S SET 2R T X L

R LGSR 154 5], 76% (117/154) &FFEkM R, HA, 70.1%7f7(E FDP Ft &, 66.7%f7-(E4F
HEBE AR IFK, 19.6%/77E PT (A) <60%. 117 #lE#FH, 11.1%HI DIC, 19.6% & Hifl. 4
)51, Fbg<2.0g/L (p=0.043) K& (p<0.001) $R/xA BTG . HE T A S IR 5%
), HEmMBHMEEEEATE S (p=0.007) , WM EEH N (p=0.009) , PLT
( p=0.027 ) . PT(A) (p<0.001) . Fbg (p<0.001) H W B FA, FHIWT-XEm
(36.8%Vs.16.2%, p=0.019) . EAEIFHHE HLH ikt F & ERKEE %R (p=0.565) , HIf
ANBEING I I XU (p=0.102) .

298 HLH & F Bt s 4% W, "agiEl DIC K™ E R, Hep, (RAF4E8 A R ME
HARE MM SARIEMHEG. GHE MR FAHRTAGHE LTRSS, REQER, WK
ML G T WL HLH & IRt IhRE 55 BRI R RE b DL AL

OR-061
A EIER L ERMINEE S E &S5

JE gL B R L BEGE I L N 2, 2R e 2
L3R 4 2 ) L2 Lo B e
2 AR TR 22 1A L ) L R B

HE T ARAS R RS B L BBk I D R St LK /K7, NI IRIZ IR 2RI PR AR -

¥k A 2017 4F 9 A% 2019 4F 2 A, Rl id ) LEHOER AT B M ReR A E )L, KR A
T[] 2 D Gt I B Vs P A I R 491 o TR R I AR AR SR FR K I 2ml, 109 mmol/L Fr iR
Bipiat. HA SYSMEX CA1500 4 [ shifil il 7 A A S S FRE kiR o 34 3% A7l it B 53k ATk if.
DY 35T % 5 I DR 35 1 AR AR

B JLAER] 82 MrAs, M APTT. PT. TT. fig Zm w00, & NHAIERIHEA 67 4.

FEREN1H, K14 %, HAER 2.0 % (2.53+2.44) . B 4041, & 27 %1, B:4=1.481.

FBER D N=M, N 1EH (A56FD . 1-5 84 (4546 . KT 624 (74 .

(1) AS[E)AE 6 48 300 M PO I A I 45 5. APTT . PT. TT. fig 2% N (36.1#5.2) b,

11.1+0.85) b, (20.3+1.6) #. (2.4+0.89) g/L. ARG ZEFLH TG L.

(2) BEIME PR : VI IX. X XIIe VWFE. Il V. VI X B i v 5ok
(123.6+48.3) %. (75.9+16.9) %. (95.9+24.3) %. (43.7+16.3) %. (111.3+50.4) %.

(90.2+14.0) %. (104.7421.1) %. (81.6+19.1) %. (93.0+21.8) %. M, VII. VWF /K
P T AR R S, XN SE AT BT A L R T, ERASEEE .. (3) AF
FERYBR IR TR BRI 1. VG IX. XIENT 154, RFiEtEEEET 1 20 R,

EZRA G FE . HEmE T X, VWE. V. VII. X B7EE, ERFERBRER LS
SE UM T A DY T — R R IR ARG, ) LB AN [R) AR S R A R TS MK A AN, B
o, BRI . VI XS X SR ZEFHET 1 S0 A, i RS L BE R IR 3h & s aad
T, NCHESLAE AR A G BN S80S X 0], W i Gl ) L8 R 12 it 1L R - F B A7 7 gk
iSRRI IR/
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OR-062
Explore the Change of D-dimer in Plasma in Acute Phase
of Hypertensive Cerebral Hemorrhage

Yanfei Luo
Department of Laboratory, Guangdong Provincial people's Hospital

Objective Through the hypertensive cerebral hemorrhage (hypertensive cerebral hemorrhage,
HICH) in patients with acute phase of plasma D-dimer (D-dime) level of dynamic testing, to study
the changes and explore different hypertensive cerebral hemorrhage bleeding site , In different
clinical grade of D-dimer levels and its clinical significance.

Methods all hypertensive patients with the onset of cerebral hemorrhage within 24 hours, the first
three days the first four days and seven day-morning fasting blood 2. 7 m 1, with 1:9 of 0.109
mmol / L of sodium citrate Condensate, the use of immune turbidity of plasma D-dimer level of
dynamic testing, and 50 cases with the observation group match to compare the health of people.
The measured data group and the comparison group, the group of data are + s said that the
group were few compared by t test, P <0 ¢ 05 have statistical significance.

Results high blood pressure in patients with the incidence of brain hemorrhage after 24 h, the
first three days and four days, plasma D-dimer levels were significantly higher. For the third
highest peak, and the normal control group there were significant differences (P <0.05), remained
stable in the fourth day down slightly, the seventh day of decline significantly compared with the
control group no significant difference (P> 0.05) . Hematoma or breaking into the ventricle and
the subarachnoid space has not been broken into the ventricle or subarachnoid than those of
plasma DD significantly higher (P <0 ¢ 05), both with the control group had significant difference
( P <0 + 01), and the normal control group. Cerebral hemorrhage I-D-dimer levels increased no
significant difference, and cerebral hemorrhage two and three patients with D-dimer levels
significantly higher than the normal control group. And two significantly higher than 1, (P <0.01), 3
7% significantly higher than those two, (P <0.01). Conclusion: HICH acute phase of DD temporary
increase fibrinolytic system is the HICH brain damage caused when the blood clotting activity
increased in a compensatory response. Hypertensive patients with acute cerebral hemorrhage
plasma D-dimer levels were significantly higher, suggesting that there may be in the incidence of
early temporary, fibrinolytic activity increased tendency. Plasma D-dimer level and the level of
clinical type, location of the hemorrhage.

Conclusions Hypertensive patients with acute cerebral hemorrhage plasma D-dimer levels were
significantly higher, suggesting that there may be in the incidence of early temporary, fibrinolytic
activity increased tendency. Plasma D-dimer level and the level of clinical type, location of the
hemorrhage.

OR-063
Statins improve prognosis of sepsis induced DIC by
regulating intestinal microenvironment

min Xu?,Lili Luo!,Yu Hu'2,Heng Meil?
1.Institute of Haematology, Union Hospital, Tongji Medical College, Huazhong University of Science and
Technology, Wuhan, Hubei 430022, China.
2..Collaborative Innovation Center of Hematology, Huazhong University of Science and Technology, Wuhan,
Hubei 430022, China

Objective Long-term research shows that statins play an important role in regulating various

clotting factors, protecting the endothelium, reducing inflammation and inhibiting platelet function.
And the gut has long been hypothesized to be “the motor” of critical illness, driving systemic
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inflammation through many disparate feedback and feedforward mechanisms. The purpose of our
study was to investigate whether statins can improve DIC caused by sepsis and whether the
intestinal microenvironment is involved in this regulation.

Methods We used 20mg/kg simvastatin to administer the mice for 2 weeks, then treated with
intraperitoneal injection of LPS 50mg/kg for 12h, and then took plasma to measure clotting
related indicators such as (prothrombin time)PT, (activated partial thromboplastin time) APTT,
(fibrinogen) FIB, (thrombomodulin)TM, etc. Another small intestine tissue and sulcus were used
to detect tight junction proteins, bacterial flora changes and intestinal permeability changes.
Results We found that the DIC-related indicators of statin-pretreated mice were significantly
improved. The mouse intestinal tight junction protein ZO-1 increased in the statin group, and
there was no significant difference between the other tight junction proteins, but the intestinal
permeability of the statin group was decreased. Survival curves indicate that statin pretreatment
increases mouse survival by 13.3%.

Conclusions Statins can improve the prognosis of DIC, and the intestinal microenvironment
participates in this process.
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PO-001
2 BIAR ERFHR KB AT A RINELE
m/ R fE B E 2 5irdits

ERAT R ES
M5t i 5 2 o 25 — B J 2 e R i XN R B B

B R DL R AR B B R0 2 R e R SR I S5 R P /MR 20 SR 2 ih S Eik 2, AIRIR
PE AR BN TR .

Jri FEPE ST 2018 4 7 H 1 H-2018 4F 12 A 1 HIARBBESCA R 2 51 UL RSz T A
FECIR R B S R I L /N B 22 9E ( essential thrombocythemia, ET) & 3 i &8 5 1296 547
T A,

SEE 2 Gl REMICEHS T OIROIRZBEAR 1.0g 2 IHBEAGEGYT, RS EEE TIRKNEER
BEUSIEOIR 2567, 2 BB E MO TSR N, BRI & A I I R

G XTI AR AN H I B Rt 97 S 2 DR YA TR I 0L A A i e A L /N A 3 2 i S 3 B 1
ATRE, HH T 2R EE AR IR, X1 Rtz AR BERR 1 8 LIS Gk 25 LLAME N IK & R
PR, EBURRHE .

PO-002
SHEUNBETERRN R &M/ MRRDERE
I PREFAE B SR TT B8R 4

TRER R
M5t i = 2 o 245 — B J e b XN R B B

HE) &It TiEAT T (Helicobacter pylori , Hp) &G4 R & G2 M ML/ ZiE - ( Primary
Immune thrombocytopenia, I TP) & ik ARAFAIE A 5200 T35 FRAHE 5 lm PR BRI 2R, X 28 8 IR T T e it
IR AR

& BB 2016 4F 1 H % 2018 4F 10 H i = 2= B bt & 28— = Bt 3 g BRI rE A B i Ji
RATP B, Hrifk 14 WFAAREG PV 858 8 O 6 FF T TR TG ITP &3, i B IR
TSI AR, S FLIGPRARR i, X T 52T 0 TS B fa b6 IR gk AT Ge vt 24 50

5 50 6 ITP B, & JF HP BERIIM ITP A 19 1, “FYIRMERA 54.37£14.17 ,5: &
N 0.58:1, HAEZW ITP 10 #1(52.60%), fF4:PE ITP5 £](26.32%), &P ITP 4 I
(21.05%). 5 il EF s TIUBHTR [ TREFFRVRTT, 74h 14 B AR LR b0 A — 207 ST i)
BAYT, A MUKERTE 7 K (2-10 KD o IGKREHMELE o, R PERIELE] . 4
WL MRy T, WAL ER LG EE Y (P>0.05) . WWITARTE, Hp YA TEA S
Hp BG4 25 A7 i /A K 2 (1] B st 22 S R G i 24 L (P>0.05)

S XTTHSW ITP B Ry mAT WAl TREAF T AN, (E2 15 5 IRl T A BRI Gt TR T 4 )
FHIE A B
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PO-003
HEAEBIHEN T RAFIS B E L &M
I/ RE D fE B E TR M E RS

WFs L phAe 12
1. f5% 1 PR 2 e 55 — B J I e g XN R B B
2. I PEBERL R 5 —BE e

HE STk giiu4axf {5 (absolute lymphocyte count, ALC) X T-#7112 b i) A SR & Seis P ifi /s
R/ E (primary immune thrombocytopenia, ITP) Tl Ja HIRZIE, Al AR TEAG TS B L0972 36
X

FH¥E ST 2013 45 6 H 2 2018 4 4 F 1L PHERRF 28 —EEBWCE T2 B 1ITP &
(RO PR B St 2 i A 45 R S5 4R bs, S5 I IRRR s, R0 ALC XS5 TS RIs2ma,  F53 B 5
BEIT TG AR S fE R R 2

ZEEL 149 GETZWIR ITP BB RIRER N 18~87 %, i RRER 44 % . Tt 88 i, &tk
61 {5, 5: LN 1.44:1. 103 BlEFNIERZ—L T RIBTT, 46 F]EFEAEEA in A HEH A /)
WA RS OATT, RIT AR 140 B (93.96%) ; HHAZBEVASIE 15.0 N H (0.5~68.0 4
H> , Bk 3141 (22.14%) , A& KA 1.50 ™NH (0.50~30.00 ™MH)D o PUEFERIEN
2 5152 4ME L ALC 113238 #F TAEHF1E( receiver operating characteristics, ROC) HiZk, ALC [
BN 1.97 x10°/L, #HELRIRIEREE N 0.742, ¥R N 0.761, HiZ FHFH( area under
the curve, AUC) &y 0.709( 95% CI: 0.601~0. 899). Ll 1.97x10%L A%, 7 NE ALC ZHAMK
ALC #, WidLIGPREE E i B i ALC 2155 1 3 Ll B 2 i TR ALC 41, H A h gl b =
LG FEE X (p>0.05) o XF T #2002 PG RFFAE AT R = iR & 9F Hp B &
ALC21.97x10%L Zm ITP E KM R E R; #—PHANLZHE Logistic [= 155 Hr & B
ALC=21.97x10%L M2 ITP & KIS G K 2 (P = 0. 000).

W X THSRrRA TP B3, BeErdkEgiai-Eod FrmErRE — e rmlER, Kok
H.

PO-004

B EPKRER G E MR D —B5I

A E U, £ R H
TR A AR B

B B A8 A I MR I

g b — Bl 2k E kI Zm N, ARG R A E MR . i 32 MBI E RN, TRk

EER L TR, B, 304, 20184F 10 A 8 HHE I 8 55 20 43 LA KM 3 RN EVRALE.

NBE 3 R HTTCH 5 R S R B B A, O AR, fEHNT, RN, mRek, OofE, gk, W
W PRI E SR o ANBEAT DIEAE K E Sk CTA 7k SMEEEIKRE . A TIEiE, ORE
WFRE . N PSR ARRBE OIS R IX . ABRi2W: SR BhkRE (Stanford A &) , E3)
FKAR IR, FAKRAA S (EE) , OIS, KEO0BERK. AR MEN: A9
8.40x10%L, IMZLEEE 143g/L, I/ 163x109/L, JH'EThAsZE HA R RTR A IEW . HBERE G
#, EFkREFEGEHRENE, FABKH (10 A 9 H) k4, EFEIMER F17Bentall R+4:
SEBAR+RELZHHAR, FRA. REH 1 K, M/MREE 33x109L, % 2 K, BE
19%x10%L, )5 20 K2, Z UG KER Y, 2 UaEIFagni, Hamim MR 32 NMGTT &2,

— AR ML Z JE 1-2 AN/NETERETE S 10-20x10%/L /K°F, AN AL 8 (R, MyEHL R T+
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&, MVLEF AR 2K ThE, BEfsss DD A1 FDP Jhar, R 5% o pE K 20 40 A 1 3+,
MR R KERIBRELL MR 2L 0 R . iRl 4212, & XTI 7K IEH, 2 /M
&AM, Coombs R NFAME, % WA AER, EMMRIER. ERES4Y, R
AR ENFERE A RT3 K, BHRGH . JERE b MM, 4 TR FHRE 19, ql2h,
AN MM RERESR (TPO) 15000U, qd, & FiES, —/EE (KRG 28 K) , Ifl/IMREE
Wi, BEARJE 33 KM, MM/ 242x10%L. HF MR, — HJERE A M, /R
267x10%/L.

50 Hoh 2R R A ORI, RIS MRN8 . 2R ah AR E .,

PO-005

7 1 A0 A8 M ke B 78 ThRE A T RO R M

i THE

AR R E R B

B PRI A 10 RN i 1t if 2% R Bt R (VR AT I8 R R 52

FE HESRLE RBUERGEE SR 50 # & e, L. 5. i, Bzl e
3000r/min &0 10 2%k, SEEIMISE ATII. PC. PS. D-Dimer. FDP /KF, {EAXITHR4L. R4
Eorde 3 4r, (RIS &AN R LV AR IAEAS, 23l E RSt i fabn, SxT R4 &5 SRt
fTEER .

R AFREEEIMARA S5 GA L, b i i Prseg A48 RGUKFRIE L S22
Sy EEFAIMA ATIIEM B ETHE (P<0.05) , PC i & FL (P<0.05) , Ifi PS i&t. D-
Dimer. FDP 7K FICH B . AFFEENRMA S5 HRAM L, 2 IR M Hrdtis A48 2480
KPR IG5, HERMA AT M 2 E %K (P<0.05) , PC. PS iftt. D-
Dimer. FDP /K- Ftm (P<0.05) .

B0 NARIEPUE R AR RGUKCT, R R 1 40 BT 115 4% il

PO-006
MARNHFEEMSSIEMEE RS HFHPHBER S

i THE

AR R E R B

HE #iT TBL+PBL+CBL fit &k 454 1S015189 HH 5 BEE AL I 5 1 A6 I PR W, =T 45 2
EHVEN

Fid R R RK S 2014 IR 6k FAEH %48 63 41, L2244 59 AT, B
WL Ak G 205 SHRD S B0 2022 21 o A% e 20 4R B IR s 2% 850 (lecture-based learning,

LBL) , SEIGH KA TBL+PBL+CBL 2 5iE 456 1S015189 HHTHZ 1R . M EL# A0 K 2
AN TR I R

LR SLIGAEIR AN BRI SEE TR NS EEmTESG4 (P <0.05) o SEIRA
T EIR EIRFERE . oM. BIBAPME. RIEVAIEBE ). shFRESI. 1SO15189 fb N WL >IN T]
EWEERTEGH (P <0.05) .

S0 7ElAe 5 Ik AT Wl R, Ahe s REeEik g A 1S015189 AR m# =l HFE
SRS W I PR L 2] e
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PO-007
Efficacy and adverse reactions of hydroxyurea and
interferon-alphain a cohort of Chinese patients
with essential thrombocythemia

Xinyue Dai,Lei Zhang
State Key Laboratory of Experimental Hematology, Institute of Hematology and Blood Disease Hospital,
Chinese Academy of Medical Sciences and Peking Union Medical College

Objective To compare the efficacy and adverse reactions of hydroxyurea and interferon-alpha in
a cohort of Chinese patients with ET.

Methods Clinical data of 131 ET patients treated with hydroxyurea or interferon-alpha in the
Blood Disease Hospital, Chinese Academy of Medical Sciences, has been retrospectively
analyzed.

Results Of the 131 ET patients, 54 were males and 77 were females, including 35 patients aged
<40 years old, 60 patients aged 40-60 years, and 36 patients aged > 60 years old. The median
follow-up time was 25 (0-209) months. According to the IPSET-thrombosis prognostic scoring
system, there were 61 low-risk patients, 22 intermediate-risk patients, and 48 high-risk patients.
There was no significant difference in efficacy between hydroxyurea and interferon (p>0.05). The
incidence of adverse reactions of hydroxyurea was 5%, manifested with skin ulcers (2 cases),
rash (1 case), gastrointestinal discomfort (1 case), and the incidence of drug resistance or
intolerance was 3.8%. The incidence of adverse reactions to interferon was 51%, mainly
manifested as influenza-like symptoms (fever, fatigue, headache, etc.), and the incidence of
interferon resistance or intolerance was 11.3%. There was no significant difference in the
thrombus-free survival between the two groups (p>0.05).

Conclusions This study showed that hydroxyurea and interferon-alpha were effective in the
treatment of ET, but there was no significant difference. Drug selection should take into account
the patient's age, fertility requirements and adverse reactions after medication.

PO-008
TEERR A Fr & 1 /MR D M BB E PR R RO R RN (B4R T

Bk

oL RREE s N S ik =S ) e VS

B T R UE LS LR R M I /ISR k> P 58 0 K5 3 4 B e 1) S A A

ik BREE 2017.2 & 2018.12 (1) 68 4 & ME /MRS TS B, BENLMAH, W IR S
PTG I, HEHESHIT RG-S, R PSR R kM i NI D 1 SR IERE IR 3
(P[] PXAE BE S TR s 7 B AT J R R I/ INAR 9D M S B IR AR 40 . AEVE TR R s BE 9%
A

CER RIS RE R A I RO D M SR IR G RIS TR SRR BE R TR A B 9
N HE A AR S5 AT L%, P<<0.05. 4 FH Fi i 4L HE A P /NG st/ P SR IR AR A0 AT R
R, P>0.05; B 5 1 UF 35 & 20 0 A 1 i /N B A 1 S8 R IRAR 2y . AR R B AR TR
P HE AR5 4H, P<<0.05,

ZE0 R R I /NRR D 1 SR R ST I BRSO D), AT R B RS, AR
W], JRERERYT 4, (R R AT ENGE, WEERA.
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PO-009
Cost-utility analysis of prophylaxis vs. on-demand
treatment for haemophilia B children without
inhibitor in China

Guogqing Liu
Beijing Children’s Hospital

Objective Haemophilia is a hereditary bleeding disorder characterised by impaired blood
coagulation as a result of deficiencies in the production or function of proteins involved in the
hemostatic pathway of blood coagulation. Individual Haemophilia B can spontaneously bleed into
joints, muscles, body cavities, and soft tissue. These problems may not only lead to severe and
sustained disability but also to intense pain, affecting the patient’s overall quality of life. In addition,
clinical studies have demonstrated that prophylactic treatment have shown significant
improvement in reducing bleeding frequency, relieving the signs and symptoms of haemophilic
arthropathy, and improving health-related QoL. However, these benefits were associated with an
increase in FVIII consumption and considerable costs. In the past, the patients in China were late
for diagnosis, and lack of treatment, especially for the children with hemophilia B. Most of the
patients were treated with on -demand therapy, also with a lower dose. While high costs of
prophylaxis are a main economic issue. Considering the importance of prophylaxis in preventing
joint damage and consequently in preserving hemophiliac patient’s quality,

The objective of the study was to assess the cost effectiveness of prophylactic treatment
compared with on demand treatment in patients with hemophilia B without inhibitors from both the
healthcare and the payer perspectives.

Methods We developed a Markov model to perform a cost-utility analysis that comparing
prophylaxis versus PD treatment for HB. Transition probabilities and utility weights were
estimated using published studies, and cost were gathered using local data. Both deterministic
and probabilistic sensitivity analysis were performed to assess the robustness of results.

Results The base-case analysis results showed that prophylaxis is cost-effective compared with
treatment on demand according to a threshold of up to three times of the current China gross
domestic product(GDP) per -capita. The incremental cost per quality-adjusted life-year gained for
individuals with haemophilia B receiving prophylaxis were $1690.24 versus an on-demand
strategy.

Conclusions Although prophylaxis is a costly treatment, our results show that it's cost -effective
compared with treatment on demand.

PO-010
I #2365 B 2 /MR > B & PR R R R

SR SRR P, 2T R R R
RIEBERFR S IR EE Bt

B [T R T e s 1 (TEG) & A I/ /b B35 R 7 B af /i #2 S 2F (R RE T
ik EEL 2017 45 2 A& 2018 £ 11 A+ KEERIKEWE S —ER R EHMEREITE 97 4
(3t 117 BEREID FEKT 60 i/ Ms/b B . KPE R A 555 a5 3E
Wi e, AR AR ALK B3 2 iR IR Y 22 5 R R S A 2SS oM b e 4 R
) £ — e 0 A s B Mt s . TEG IR . 2] ROC #hZk, e CI FiH, adrtbi
TEG TEAN R /N el T2 52 F TN b I/ A e A2 ) R B . RS

SEELAF 117 AEdET, i 41 #l, AR 76 B, s WHO iy gk, 143161, 2497
B, 34161, 4 2. ERIMAE 1 HIEFE KA T 2MEREAEEC:. i 2 835 1 iR

44



RAEEHFSET- DR EMBS SIEMPFEAREY 183G

BL, TEGH R . K HIEK, afigi/, MA E4%, ClIHBE/N, ZEFEASE N ME
WL RS TGRSR B ZE R R LG e MR SRR S 20x10%L LA RIS, TEG £
b K BHEK. o A%, A S5IM/ME 50x109L LA AL EA Gt 2% . 24 ROC i
25, DL Cl=-1.1 1N FHE, HAE MR 5=230%10%/L f <30x109/L H3% rh ¥ i 5 4F & A 1) 7%
5y 30N 62.5%F1 84.8%, ZF LA FE S FEFENHN 72.5%H 32%, 72 RAFIERIF
0 FAE MR BB FR N PR3 2 R R i MRGHBCE R B S kA IFH A . TEG
) R AE. MA EA CI BRI M S HUR . PL Cl=-1.1 1E A /NG s/ 3 TN L I e 0 Wi S A
B, REPERSF. 2N Bd b, 5 T TEG XHAti i kIwr, KUk 4 &R
25 0 HT L I A AR B P R

PO-011

HHEFERFSREMM/ R RBEE M E X

XU, Lili Luo,Mengyi Du,Lu Tang,Yu Hu,Heng Mei
Mo Rh s K 2 [R5 I 2 B g i A e

BB 2 5k M e i NI E (TP BB B LI RO IR AN S 8UET i E BRI, &
AT B AEBRZR PR I 21 4 B 1 S5 2 70l I 9 I R B35 1 ey ITP At If R e 57 fes o BT 3%

Tk BB 463 B ITP B3 MR A4 E A IR /KT 5 B F R AR R Bhsh, R e
J1E (TEG) 3% 25 47 ITP #3g M i .

G R AEAKT CRALERIY A B0E B, IQR)Y fEHIM (n = 344) AEEHIM (n=119) &
H A EBEESR (p <0.001) : [258 (207-314) mg / dL v.s 315 (262-407) mg / dL]. #t—&
MRYE /MR (PLT) %0 (PLT <10x10°/ L, 10<PLT<20x10°/ L il 20<PLT<100x10°/ L) ¥ &#&
Y RNZAA, AH R A4 R KPR AR R R K 266 (214-321) mg / dL v.s
310 (262-469) mg / dL, P <0.001; 240 (195-286) mg / dL v.s 329 (299-413) mg / dL, P
<0.001 f1 258 (196-311) mg/ dL v.s 311 (257-383) mg /dL, P <0.001. FIfH3Zik#& TAEKE
(ROC) MR Bt i 47 4 i 1 M A (B Iy 288.5mg / dL. T UbBIME, #EH 5 NI
(LF, 230[193-258] mg/dL) FlfE (HF, 349 [313-424]mg/dL) £F4EEARA, Pidld mFEsE
RAERFEHEZESR (LF : 84.6%vs HF: 60.4%, P <0.001) , ZHEEIHHr#E—HiFS R 4
EEER TP B B G E R, ok, 5 LF 4AHE, TEG 23R R HF 241 1) BEHuhs B2 3
e

G Y O KT ARSI R 2, 4ERRAF4E S 1 2288.5mg/ dL AT DL 1 0 kb o

FEA s H I

PO-012
Variability of FUll concentrates pharmacokinetics in
Chinese pediatric patients with hemophilia A

Kun Huang,Zhenping Chen,Runhui Wu,Yingzi Zhen,Gang Li
Beijing Children's Hospital, Capital Medical University

Objective To investigate the PK parameters of different FVII concentrates in Chinese pediatric
patients using different FVII concentrates.

Methods The participants were given an infusion of FVII concentrates with a dosage of 40-
501U/Kg after a three-day washout period. Blood samples were collected at five time-points (pre-
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dose, 1h, 9h, 24h, and 48h after injection) to detect measure FVII level using a one-stage clotting
assay. The VWF:Ag level and blood-type were also determined. We evaluated the individual PK
parameters with the Bayesian method based pharmacokinetic tool named WAPPSWapps-Hemo.
Results Seventy-nine patients were enrolled in our study from January 2015 to December 2018
in at Beijing Children’s Hospital (BCH) and divided into different groups according to the
concentrates they use (Kogenate, 28; Advate, 28; Greencross, 24). The range of t;» ,IVR and CL
in all patients were 5.75-17.75h,. 1.25-4.52 |U/dL per IU/Kg and 1.45-13.19ml/Kg/h. Great inter-
individual difference was found in our study. Besides, the difference between different FVII
concentrate groups was also revealed. Compared with those on Advate and Greencross group,
patients in on Kogenate had a longer mean half-life time (ti2) (12.24 vs. 10.18 and 9.62h,
P<0.05), lower median clearance (CL) (4.16 vs. 6.23 and 5.11 ml/kg/h,P<0.05) and higher in vivo
recovery (IVR) (1.97 vs. 1.55 and 1.61 IU/dL per IU/Kg, P<0.05) respectively. No significant
differences were found in between these three PK parameters between Advate group and
Greencross group (P>0.05)

Conclusions Variability of PK parameters was found both among different individuals and
different FVII concentrates. Patients using Kogenate seemed to have a better overall outcome in
Chinese pediatric patients with hemophilia A compared with the other two FVII concentrates. Thus,
individual PK test for specific FVII concentrate should be employed to optimize individualized
therapy

PO-013
NLRP3 inflammsome activation regulates the T cell
response in adult patients with primary immune
thrombocytopenia

Sai Ma
Shandong university

Objective To explore the effect of NLRP3 inflammsome activation in vitro on the T cells in adult
patients with primary immune thrombocytopenia (ITP).

Methods The PBMCs or CD4+ cells were isolated from peripheral blood of 28 ITP patients and
stimulated by LPS plus ATP. The Thl, Th2, Th17 and Treg cells, PD1, CTLA4 and the CFSE-
labeled cells were analyzed by flow cytometry. IFN-y,IL-4, IL-17 and TGF-B in cultured
supernatant was assayed using ELISA. The mRNA expression of cytokines associated with key
transcription factors (T-bet, Gata3, Foxp3, Ror-yt), and inhibitory molecules (Ctla-4, Btla, Tim3,
Lag3, Pd1l and Vista) was determined by RT-PCR.

Results We found that NLRP3 inflammasome activation in PBMCs initiates caspase-1-
dependent IL-1 secretion, and thereby weakened the Thl percentage (control 13.3% vs.
stimulation 5.3%; p=0.015), which can be restored, at least in part by caspase-1 inhibitor Z-
YVAD-FMK. The production of IFN-y was significantly down-regulated after NLRP3 stimulation.
The percentage of Th2 or Th17 was not significantly different after stimulation. The percentage of
Treg cells was decreased after stimulation. More importantly, NLRP3 inflammsome activation
significantly suppressed the proliferation but not apoptosis of CD4+ and CD8+ cells. Accordingly,
the PD1 or CTLA-4 in CD4+ and CD8+ cells was up-regulated after stimulation. The percentage
of CD8+ cells significantly decreased after NLRP3 inflammasome activation in PBMCs. However,
LPS plus ATP took no effect on purified CD4+ cells in contrast with PBMCs.

Conclusions NLRP3 inflammsome-mediated innate immune may play an important role in
controlling the T cell responses of adaptive immunity by the inhibitory molecules.
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PO-014
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EEMFEREZME D-D. PIC #HMAIEKMNE

Rl
T AR — BR Bt

HE R R R MR (PHC) B M D-RMAK(D-D) . £FAM-02 BisHamE &9 (PIC) B
RGP PR A1

T KH SysmexCS5100 4= H s Mt 120 FllEE R (PHC) 3% J 100 filfd B A4S #
M3 D-— %4k (D-D) . £FiEN-a2 LLFHERFE &) (PIC) 43 BIHATALIN, FEHEAT L.

R FEVENE (PHC) B3 D- - HIK(D-D) KT MLHEEE-a2 FishalE S (PIC) &
B TR A, ZRA gt e (P <0.0D) .

g REMEE (PHC) BEAFAEARIREEE M 4 R 3000 S gt 5 479 Rt &L, MK D-—
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SRR BT i AR A FEE SRR IR FIB. AT-INKFHEZ RS %5 X (P>0.05) ; M
SO il A M JEE & TR IR B K LA F s FIBL AT-IN ZKSF, 9 80— fi A A ZE A 5 v 5k afn
(P<0.05) ; W% FIB. AT-IIl K, BURTAHEA (P<0.05) ; H— FIB. AT-Ill 7E& kIR
FeZEE B IS W URYE . R R ZE R BG4 E L (P>0.05) ; FIB BtA AT-II 75 FR ik ke A% €
FEBE SR, R, ST — FIB. AT-IIl (P<0.05) .

20 FIB. AT-II 7EERBK AR AR ZE0E B BRI, ZH ARG R B m sk xiae, (E15
e R .

PO-017
Strategy changes in Chinese hematologists’ diagnosing
and treating of primary immune thrombocytopenia
across ten years (2009-2018)

Honghui Wang,Zeping Zhou
Second Affiliated Hospital of Kunming Medical University, Yunnan, Kunming

Objective To investigate ITP diagnosis and treatment strategies among Chinese hematologists in
2009 and 2018 in relation to the latest guideline(s) available.

Methods Questionnaires were distributed to respondents on site and collected after completion in
2009 and 2018. Data was analyzed by using SPSS 18.0.

Results Chinese hematologists’ ITP management strategies appeared more unified a decade
later. The changes are summarized in two points: 1) Chinese hematologists’ ITP diagnosing
practices have changed importantly a decade later, as is shown in the increased use of laboratory
tests in 2018 in comparison to 2009. Meanwhile, they persisted in two practices unique to the
Chinese context: bone marrow puncture and the dismissal of ineffective splenectomy as a major
criterion for diagnosing refractory ITP. 2) Chinese hematologists also varied crucially in treating
ITP, as is testified by their changed ranking of different treating goals and their more stringent
criteria for starting treatment and hospitalization. However, they kept on using a small dose of
glucocorticoid for a long period as their front-line therapy despite the recommendation of the
Chinese Society of Hematology to use high doses for a short course in 2016.

Conclusions Further improvement in ITP diagnosis and treatment in China requires additional
training and new guidelines.

PO-018
Levels of soluble CD30 and CD26 and their clinical
significance in patients with primary immune
thrombocytopenia

Honghui Wang,Zeping Zhou
Second Affiliated Hospital of Kunming Medical University, Yunnan, Kunming

Objective Recent reports have found that sCD30 and sCD26 are correlated with some
autoimmune diseases, especially in evaluating the activity of disease. However, little research
has been done on the relation between sCD30 or sCD26 and primary immune thrombocytopenia
(ITP) which is a kind of typical autoimmune disorders. Our study aimed to investigate the
association between the levels of sCD30 or sCD26 and the activity of disease, and evaluate their
value in ITP.

Methods This study enrolled 47 patients diagnosed with ITP in Institute of Hematology and Blood
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Disease Hospital, Chinese Academy of Medical Sciences (Tianjin, China) from January 2015 to
August 2015, including 23 patients with active ITP and 24 patients in remission. Twenty healthy
persons were recruited as controls. Peripheral blood of all subjects was collected. The mRNA
expression of CD30 was quantified by RT-PCR using SYBR Green as a double-strand DNA-
specific binding dye on an ABI-7500 Sequence Detection System. Concentrations of sCD30 and
sCD26 in the peripheral blood plasma were measured by ELISA. By analyzing
patient characteristics, CD30 mRNA levels, sCD30 and sCD26 concentrations, we found the
factor associated with ITP.

Results The concentration of sSCD30 was higher in active ITP patients (median, 35.82ng/ml) than
in patients in remission (median, 23.12ng/ml; P=0.021) and healthy controls (median, 25.11ng/ml;
P=0.002). Plasma sCD26 levels were decreased in patients in remission compared with controls
(median, 599.4ng/ml vs. 964.23ng/ml; P=0.004). No difference was found in sCD26 levels
between active ITP patients and controls (P=0.072) as well as between patients in remission and
active ITP patients (P=0.237). Ratios of sCD26/ sCD30 in active ITP patients were decreased
compared with controls (P=0.005), while no difference between ITP patients in remission and
controls as well as active ITP patients (P=0.198, 0.093, respectively). By analyzing the relevance
of sCD30, sCD26 and sCD26/ sCD30 ratio to platelet counts, disease courses and bleeding in
active ITP patients, no other relation was found except concentrations of sSCD30 were positively
correlated with hemorrhage (r=0.493, P=0.017).

Conclusions Levels of sCD30 and sCD26/ sCD30 ratios may contribute to diagnose of ITP and
evaluate the activity of disease while sCD26 could not.

PO-019

BiREBENSARMLEF IX ZEEE ADSCs BRIFRIE

T ERT
bR TR

HE W RSN SRNEILE T 1X (hFIX) FERTE/N R T 418 (adipose-derived stem
cells, ADSCs) [HFKik.

F¥E ANy E R IR/ N R T40M, WS AMRIEA, CCK-8 vEllE HAKiisk, AR %E
EH AR E CD29. CD90. CD45, RUIERUE 753 %@ H e 1. Bl hiX FBE () I 2 4%
/N AR 40, X LS AR EE Yemt a4 A AE K 2645 B8 4K . RT-PCR A&l hFIX %
RIFEAHff (1) 223k,  Western blot £ I4H A &35 740 i EiE W hFIX B E)3R1L . ELISA L
M _E3E T hFIX B E & FIXAg), — IR R FR 4 EiEH T hFIX & JiETE(FIXC).

iR /N ADSCs BB TR /NS 2ARFE/NGRIERTE, BARBRIITEM:, R4 K AR
PG 4~6 /NI, ANIRAS KRR NFISG 72h, HEFIRHES]; 28 3 /8 ADSCs k4hE; 37
1~2 RAEKHEERENE, 3~5 RIGHHEEHE, SHREMaT 1Y, 6~7 RAEKBERHEE, Bkt
K S A 4 O XA TR gete, FEEBEEMENEE, W LI alEmMEm. R
XI5 fE AT e, R EARZ B EE, W B OSET . % 3 /L ADSCs mikik
CD29 (99.91%) , CD90(99.02%), JL-F-/A#*ik CD45 (0.94%) . RT-PCR 45iRE/R hFIX K
ATDAZE/N R 40 N 2L . Western blot 45 5287/ RIS 40 B 3 R 5 72 4 b3 b 3 mr
# ik hRIX & @ .  ELISA Il & # Y+ ADSCs # 7 L #§ FIXXAg : % 1d H
21.33+3.93g/(10%cells-24h) , % 3d N 12.63+0.86ng/(10%cells-24h) , % 9d N
12.63+2.36ng/105cells-24h). — ikl 7= 40 E3FH+ FIX:.C 4 8.5%.

530 1 #EH NFIX LR 1 B # B A R Ut ADSCs; 2 hFIX JERME i) ADSCs 1] LL2r i B A i
WEIER hFIX B H
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PO-022
Abnormal expression of CD47 on platelet surface
participates in the pathogenesis of ITP

Yunfeng Hao,Zeping Zhou
The Second Affiliated Hospital of Kunming Medical University

Objective Immune thrombocytopenia (ITP) is an autoimmune disorder caused by antibodies
directed at self-antigens leading to platelet destruction. CD47 is an integrin-associated protein
and is a member of the immunoglobulin superfamily. Its ligand is the signal-regulating protein
alpha chain (SIRPa).Macrophage expresses SIRPa and inhibits immune system by down-
regulating macrophage activity by binding to CD47.To investigate the correlation between the
expression level of CD47 on the surface of platelets and the clinical indicators of ITP patients,
and the changes of CD47 expression after different drug treatments.

Methods 1.Platelet-rich-plasma (PRP) was separated by centrifugation of the blood for 10
minutes at 800rpm.The PRP was then centrifuged again at 1700 g for 10 min at 20 °C to
separate plasma from the platelets.

2.Flow cytometry was used for detecting the level of CD47 from platelets

Results 1.The surface of platelets on both ITP patients and normal controls expressed CD47.
Compared with normal controls, the expression of CD47 on platelet surface was significantly
lower in ITP patients (P<0.001) .

2. The expression of CD47 on the platelet surface of ITP patients was positively correlated with
the platelet count(P<0.001).

3. The expression of CD47 on the surface of platelets in the complete remission group was
significantly higher than that before treatment(P=0.03). There was no significant change in the
expression of CD47 before and after treatment in the treatment-ineffective group.

Conclusions The expression of CD4 on the platelet surface was significantly reduced in patients
with ITP, and this decrease was associated with a low platelet count. CD47 may play a causative
role in the development of the disease.In many tumors, anti-CD47-specific antibodies enhance
the phagocytosis of tumors by macrophages by blocking the binding of CD47 to SIRPa.Therefore,
we hypothesized that decreased expression of CD47 on the platelet surface of ITP patients leads
to inhibition of CD47/SIRPa signaling and enhances phagocytosis of platelets by macrophages.

PO-023
Abnormal expression of a proliferation-inducing ligand
participates in the pathogenesis of immune
thrombocytopenia

Yunfeng Hao,Zeping Zhou
The Second Affiliated Hospital of Kunming Medical University

Objective Immunological thrombocytopenia (ITP) is an antibody-mediated autoimmune disease
characterized by accelerated platelet destruction and suboptimal platelet production. The
proliferation-inducing ligand (APRIL or TNFSF13) is a member of the TNF superfamily and is
structurally and functionally very similar to the B cell activating factor (BAFF, TNFSF13b) and has
been shown to regulate lymphocyte survival by interacting with its receptor. Recent studies have
shown that APRIL not only participates in normal immune responses, but also plays an important
role in the establishment and/or maintenance of autoimmune and inflammatory diseases.Based
on the relationship between APRIL that promotes proliferation and regulates immunity and the
development of autoimmunity, we hypothesized that APRIL may play a role in the pathogenesis
of ITP.
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Methods 1. APRIL levels on the surface of T cells, B cells, monocytes and platelets were
measured by flow cytometry.

2. Detection of plasma APRIL levels in patients with ITP by ELISA.

3. Immunofluorescence staining was used to detect the expression of APRIL in megakaryocytes.
4. Use soluble APRIL or BLyS protein and APRIL inhibitor to examine the effect of APRIL
inhibition on IL-10 secretion by B cells. Flow cytometry and intracellular staining were used to
assess B10 cells.

Results 1. ARPIL was expressed on the surface of platelets in both ITP patients and normal
controls. Compared with normal controls, the expression of APRIL on platelet surface was
significantly lower in ITP patients, and the difference was statistically significant. B cells, T cells,
DC cells and monocytes do not express APRIL on the surface.The APRIL on the platelet surface
of patients with ITP was significantly lower than that of the normal control group (p<0.01). In the
ITP patients of 10 patients with complete remission, the content of APRIL on the platelet surface
was significantly increased after treatment (p=0.02), and there was no significant change in the
treatment-ineffective group.

2. APRIL is expressed on the surface of bone marrow megakaryocytes in both ITP patients and
normal controls.

3. Plasma APRIL levels were significantly higher in ITP patients than in the normal control group,
p = 0.04, and negatively correlated with platelet count, p = 0.029.

4. In 10 patients with ITP, the percentage of CD19 + B cells remained similar between patients,
and the results showed that the amount of B10 cells in the medium supplemented with APRIL
was greater than that of B10 cells containing BLyS and control medium (p<0.01; p= 0.01), and
the use of APRIL inhibitors resulted in a decrease in B10 cells.

Conclusions Our study shows that aberrant expression of APRIL is involved in the autoimmune
response of ITP, and the effect of treatment can be assessed by measuring changes in the level
of APRIL on the platelet surface. We also speculate that APRIL inhibits, rather than promotes, an
immune-mediated inflammatory response in the pathogenesis of ITP. Our current observations
support that the immunomodulatory effects of APRIL may be due, at least in part, to stimulation of
IL-10 producing B cells.

PO-024
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BRI, AL SR R RIS AN logistics A HTiEAT Siit 20 #r, p<0.05 AL RA it 5= o
LR LR 119 A BOAE G . BT /MR IR AEIE RS, 1 36.97% 4 i 7 2% il = 4% i 415
FRr @ TAEFR. PEA. BRR. FTEERBEG . IROIE. & B S RHAE [F) AR AE 35 2 (7] 9
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ToA K (p {E3>0.05). (EAEREME, FRI/MRENEG B TRAR TP B3 0T 20 (1 2= T
G 6 FE A T ) EE 2R (18.18%) FH A TR AH S WL A5 34 (64.58%) (p <<0.0001) . 1M 75 75 A L /MR B v B
RACT A BRI BRI A, JEFRLS T 5835 1IN AR v 1) 32 2 i DR A i KU B 7 IR 8 R BT B 3.
Ry,

50 SR 2 B A R ITP B AR T R A AR KRR RE B2 7 Ml & RHE I A BEAL 7
I /IR o DRIIEE 36 Y70 75 B i i B P I PR AE 8 B A I /R YR 97 ITP 7 R B R, LA Sl
PRSEE

PO-027
e 31ES R ara ik =S 0p A1
il
1A EE R
PO-028

ITGA2B £ FHSRIEH IR 514 M /MR TC JE—FIH T FE S

WRoe 1B iRe Lok LA peam L LA
AR B RS2 I T AN
2 AP RO S R IR 2 PR IR A0 B2 e s 36 Ak

H B R 1 5157 R R R R AR B s AR PR L MRE HIER R -

Fi WEE—11] 9 % B3 R 3 T L ASBE )99 5 B AH DRI 25

R BLAYREERE LR, B)LEEE NS 377 3. ACRHEETSREH, B)LSCRE. ANMHEE
K F A TEAN L. B MS. M5 R A4 4L 23.47x10%L, M4 & [ 118g/L, i/
PR 284x10%L; £ K ULIL/MR L, ARE; HEDIREIER: ADP 5%/ 1. 3. 5 Zr8h /MR
HERHIN 1.12%. 0.1%. 0.48%, i AKERN 0.48%. MAEHIIE R, off. KK MAE
1EH . PFA200 ALK IR J5/ADP filk P& 1 [0]>270s, R JER/EPI il 44 B (5] >298s, P2Y12
2 K& 12 ] A B (A >300s . kI ) AR OE W . U R4l e sE A . /AR CD41. CD 61 .
CD41*CD61*FHMEZR 7358 0% 0.1%. 0%. FERFIFEHREIL 17 55 Ek ITGA2B H[H 23 5
HNET €.2268-1G>A AR (1 5R%4%) , [Al 4 542 T ¢.C480G:p.S160R L&RA (2 5
RAF) o BRI 1 5 RAR BESE KA 2 SRR, IR R IR . AXBESE K AN GH A 1)
R AR IR IE R VEHl. = Af) CD41. CD61 % CD41*CD61* fHMERIIEH . 12 Wrist A& M i /MR
TIVRE (GT) , THEHTEE SR ML /MR 5 5 H i A5 1k o

£ GT MHMmKRIEFHME, WARAKINSEEMUA ., HAZEEN 23 542 T c.2268-
1G>A EERAEE NN R LIRE, ©5 4 SHMNET ¢.C480G:p.S160R F:& 7748 [F] i Hi L AT HE
Xt GPlb/la K&k kA R E A .
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PO-029
I 44 1 A7 o R -4 S A M AR
Xt AR O A BESE #Bh IS B RIS R 1 1E

EIM 1AL LR R 2
1. RIFHTT G EERE
2 TRIN R I 5 — R e

HE Stttk Ol (AMD B3 I AR R FoiR (VWFAgQ) « i (VWF.GPIbR Fl
VWF:CB) /K, FHARIERHA AMI S B2 Wb i AR AN 15

Jrik B> HT 2015 4F 1 H & 2016 4 12 AERBE 22 RE02 1 AMI S 105 BIFE il 4,

[F] EAAAAS IR 1) 101 9 B IR MR A . E 3213 1L VWF:Ag. VWF:GPIbR #1 VWF:CB 7K
*F, SKH Spearman BAAHIC T VWF 5 AMI I H Z (B AHSSHE . @it ROC HIZE1FAl VWF 1845
B A RS T AMI BRI 12 o

B AMIHBF MK VWFAg. VWF:GPIbR 1 VWF:CB /K- & & T X 4 (Z (540514 9.419.

11.589 f1 8.121, P ¥J<0.01) . AMI ¥ VWF:GPIbR 5 I /MK T 2 IEAHSE (r=0.241,

P=0.013) ; VWF:Ag. VWF.CB 5 APTT ZfifH¢ (r 4 %|5-0.308. -0.297 #1-0.289,

P<0.05) ; AMI BHEHE MFK VWF:GPIbR /K5 LR EE 2 1EMH5¢ (r=0.212, P=0.030) . 4
VWF $i J& 3% 1 #0046 i, VWF:GPIbR (ROC=0.967) 112 i %k 6t & & = T VWF:Ag
(ROC=0.880; Z=4.551, P<0.01) . VWF:CB (ROC=0.828; Z=5.249, P<0.01) ; 3§ VWF {£
B IR bR BE A A I, VWF:Ag+HVWF:CB (ROC=0.881) X AMI )i W &% it & &% T
VWF:Ag+VWF:GPIbR ( ROC=0.967 ; Z=4.393 , P<0.01 ) M VWF:GPIbR+VWF:CB
(ROC=0.967; Z=4.405, P<0.01) . VWF =Iif&rit& 0l (ROC=0.967) [FF: & % m T
VWF:Ag+VWF:CB # Til ¥ Il ( Zz=4.399 , P<0.01) , 1 5 VWF:Ag+VWF:GPIbR I
VWF:GPIbR+VWF:CB Z A1 £ R gt it m X (P>0.05) .

2 AMI MK VWF:Ag. VWF:GPIbR A1 VWF:CB /KF¥m T HEn 20 . VWE K llx AMI
RAEBG B ZWINE, X+ VWF.GPIbR 8T VWF:Ag f1 VWF:CB, Z2Wiiiem . TEE
PRI VWF F8Er B SAEI, K VWF:GPIbR Y9N RSiA B T35 5 s i i kg, 10 = TUBE A4S
MIFFARRE B2 R =0 AMI 2 B {8

PO-030
I 458 77 B Fn 4% G 2% i He Arade
7 R [ 14 o I 75 = B AR SR 1 TSR

SER R R
T FH T A B B

BE WERiMmfes K (TEG) L GE M IhAEIRE: (CCTs) K M7E S MM &% (ICvD)
HIARSCHER — 8, 38 SIRR N A -

FiE [EEE AT 2018 45 5 H 1 HAE 10 A 31 HEE XXX ERi#ti2 ) 108 1] ICVD H# ) TEG &
# (R{E. K{E. Angle 5. MA{E. CI{EM G {H) 1 CCTs ¥ (PT. APTT. TTHMI FIB) , #&
FRah P2 (A AE IS DL R 2 W 28 2 B IR AS B 1) — 35tk . R ROC #2453 #r TEG S:40% CCTs
S R TRIAME, 255 TEG FI CCTs 4558, TRALLE T & Bk Erfe

ZE (1) PLT S5 MAE. GEEIEME; PT. APTT 5 K{EEIEAMH>X; TT 5 R, K EIEM
X% FIB5 Angle fi. MA{f. GHEIFM%. TT 5 Angle 5. CIHEEMAMIE; FIB 5 K{H 254
*X: (2) PT5 MAfE. PT5 G1ii. FIBY5 MAi. FIB 5 G {7l ICVD HEREBIRASK B
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H—8; (3) PLT 5 Angle {2, PLT 5 MAf. PLT 5 CI{E. PLT 5 G {H7E1Fl ICVD i i
H RIS Bf5 8t FIB 5 Angle {. FIB 5 MA f4. FIB 5 CI 4. FIB 5 G {HAEIE
ICVD i B EBUIR S A —8E;  (4) K{H. Angle {H#Ilr TT>20s i AUC 437N 0.648.
0.651; Angle {6 . MA f{H #| i FIB>4g/L [¥] AUC 4yl 4 0.717 . 0.747 ; MA fH | W
PLT>300x10°%L [ AUC 5 0.808 (Frfi P<0.05) .

451 TEG Ml CCTs Z4U{E ICVD B A AR CPERSS, (EVEAS B B RS R BAA —E i —
Pt TEG ZHUEHIW CCTs R 4h R F EA R MFANE, HIEEBR CCTs A, FIH
AR E AN, TUH B AR e S A s LA R IUOIRES , 48 SRR .

PO-031
Spacer RERAX ADAMTS13 EME AT

e, TN A, 0 T BB, Bk
TRINRE MR SR —BElE,  VLIRAE MURRIE JE BT, AR A 5 b o 38 e 506

H I AT B TE A M1 A0 R 248 i ADAMTS13 AR E 2 spacer X2, #F—PFT
Z X 36 ADAMTS13 ThRE R IEIER .

LL ADAMTS13 4K ki AR, #%3& spacer [X JE K FE 51 B TR A% 2k ks, 4k K IdT i, (R
(30 °C) IPTG 3R IE, WHEBEF LIEFHLEE. FRAMEESRIE, FIH NIi-NTA B, B
BRI R4 R 1, SDS-PAGE il Western blot %5 4lifk. 7= 5 4l B Fl 425 2535 1t o I FH 41
T A5 SR A AR YE NSR>SR GTTP) B E, At ADAMTS13 [
ETEAE .

R NI ERERIE spacer X FEAZRIEFR IFAE A EKRIEE . Western blotting 453 Ex,
Pt 6xHis JiiAFIHL AN ADAMTS13 $ifk (4%} GIn34-Trp688) /rjilft 5 EAEALE 15 kD 4bEH
—2kr. THAESLIGRE, ZEMAK AR A SO iTTP BE P4 8 GHuiAiHI) ADAMTSL3 i
.

W T JF AL R AR RIS KA 0 spacer XIS EHE A, I EA BT G R4
W, XN DO XA TTTP AIRALH] R I OB E F 255 1 260k, A rl RN iTTP 197E
JTHRAE T T L .

PO-032
MRS UITaTEZEaE AML TR REM 1
mffjﬁ?fgzm

HE SR fhiE ( DAC) BEAHITIRIT B AR SR R A ( AML) BT R 22 4k .

vk Bl 4> B FR 5 L 9 B 2010 4E 1 F & 2018 4F 12 H HENIA 1 93 45 K MEvaE AML &
FHHIGRYERE . PFAE 2 57 R 97 O AN BN o

LR o3 mE T, BEHRE (260 %) 31 §1(33.3%), THEERE (FEit<60 %) 62 1(66.7%).

f&f& 8 # (8.6%) , Hf& 66 5 (71.0%) , =& 19 (20.4%) . 49 i (52.7%) K H DAC Bk
EWIT TR (DACHEE CAGHAG) , 44 # (47.3%) KA K4ty 7% (CAG/HAG/HAA) .

2 J7FE DAC A1y 20 ORR 57.1%, CR (204, 40.8%) , #.4fifkyrZl ORR 45.4%, CR (16
%, 36.4%) , WiZilE ORR (P=0.302) . CR (P=0.676) KX WHHEZER. FEU#1LEE 2019 4 2
H 28 H, mEHABEVINAZ 51.2 (3.9-95.8) H, ¥ OSH142H, ‘FHPFSH11.0H. 1

56



RAEEHFSET- DR EMBS SIEMPFEAREY 183G

ERIHEAER (OS) N 46.2%, 1 FTLHREAEFE (PFS) N 40.9%. L7, FEAR KM
BAE V-V EEEBEs] (77 41, 82.8%) . MliEfEdy (49 ], 52.7%) . FAKRAZUEG: (10 4,
10.8%) , WAL/ (9, 9.7%) . FFIhRERT (761, 7.5%) %%,

4518 DAC BEA ST M s alifh 7 3 vl A 80 T B R R M AML,  HAN R R BN AT #% .

PO-033
SERMHEE K Kt RmMEFHRZAE 1 (VKCFD1)
MmppisE i RNBESNA
EREAE L e LN LA LI E R LT 2 2SR 2
LM R K2
2.3 2 R

HE SoRMEgedt 2 K R ERIL T8k =5 1 (VKCFDL) 2T GGCX Ik [H 528 1M S 3 i —Fh
L H Gt R PR R . H AT IR R ARE, RS IRG ISR R TR — AN E
BRA . A FE S E L 6H12 VKCFDL 50 R4 iifA R .

7 e RiEM A R FIX-gla-PC ) HEK293 4, Ff] CRISPR/Cas9 ¥ A% GGCX 3
[Kl; JEiE ELISA. WP Bk G ik % e MHAS GGCX SR Ik K Xm0 BA v B 4 i . AR
A RAR TR GGCX RS VKCFDL (R v %, 2 JalE By A R4 GGCX Ji
Fioa % F] GGCX rilRi b se i, F ELISA Kl GGCX ZAR XK & FE K [y 5mi, M 1T % &
GGCX Ihfesf ok fI =47

R RATHIHLITEIER] GGCX S50 Jk KU R b (1) B T FE AR, Iy 25 SRR B o p — AN s BR T
13 4~ bp, FH—rMIER 19bp. ELISA 255K LR v R B AR TG IE 1t i e e B A= A
GGCX J:[, nJ DAV A FE R v PE . @it i ge By A= B GGCX M an3E VKCFDL [y A!
GGCX Jiiki %] GGCX S J R # bR 4n i, F ELISA 77kt EF £ GGCX MR GGCX
SRS FE TR, RIS VKCEDL () GGCX 848k,  Hm kB &5 R %,

g RATRIHE TR GGCX iRk R, ZE AT UHT2EH GGCX RAEFHK
VKCFD1.

PO-034
RN ELIREHARYIEY S KERCYRFRXY

ZEAR AR R, £, KR
rh R 2 R B b mUH A EE B

B i o B R I B A AIE BB (LA FEVE B3 I R i S e 5 JORE AR ic AR G,

FE R R B IH AR ANZ IR K

H¥E AT 2013 45 3 A% 2013 4 12 HIESHER £ R EAT DUl Pu A il smai LA FHM
99 Hi{EREEE N IR 2ET R, INARRIAISLIR SR A . HRIZ IR M VTR i AR Hi 1A e
PERRIMAME BT B3 183 B R PE b s al LA RGN BH 4 55 3 B0 A A PR AR A, AT PR IR A
Z R LA 5 SREAR L) 8] A %

R 90 (il F kA I Bl LA PSS, i 1/3 BEREIFE G (314 . Wi lEL:
SHEHEAN 9 ], 5 9.1%. HEESHT, LA HIEHMEH C KMEH (hsCRP) . LT
(ESR) . #F4EE A . WBC. PLT Al JIH [ 52 5 T LA PR, % Mg A 1 I ] 3 2541
T LA BAtEA. ZHE Logistic [FIHpHrER, LA BHMESIMyTA &ML A% (OR {H 1.028,

95%Cl 1.013-1.043, P<<0.01) . {EAHS T, H B Gufe P AR Ge e B v LA PR
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ST RS AH R .
598 BUCRIN AL LA BIVE S SAESR G T B R

PO-035
— M ERAZE T-LBL B PICC B &5 WA B &% ik I+ 59 3T

Vi
He b RHESOR S [RI 2 2 e B s B A0 2 g

B 10 MR 2 VB R 6 22 R R bk BN A0 38 (PICC) 7 IR AR H DL IR TR, PRIAS RE T
W, ATRERIER P E BT R EHRE, HA&SEEEMN EERT IR, A SO
T PICC S S E AR SR (AR G 2206

Tivk W EF SRS LKA 2o B R e U BN (E{F PICC &
W RO T A AT 2t A 0 A A5 0 ML RO R, 8 A7 33 TR b gl 96 0 56T 00 i 1 i
SLEFBIGEIED 5 BRUBARIE (heAa B BRI PR E IS AR EE, Bk T vk . R
H MGG RS E B TRk, DMEEMR IR, Ak, B BB . R
ksl BREIELD » QRGBS IECF R Z) KA B IhRER N, Fike ZERE IR
MEESE. 2 ARV B PICC S MBS E, T H05T BN 0T 00 L - VO 1
MR EL, 35T B AR A T Rl A v (o B B

SR B MARER, WRIRE PICC, {EAMNEEE NIRE EURE6TT, HIGC AR I K.
5% PICC SERE AN, FEAEER &Ml RERIA R R ERA DB RIE WY, AEERTBE, M
G R IMAE T

PO-036
M& % B X 1RA o4

W, 25 R Al
RIE T ot B e

HE X 2018 4F 1 A - 2018 4F 3 A K& O EEBEEiZ 1 30 Flif A% B B 1T L. WiEIE
BLIEAT B 23 4T

J7 % AR TR AT BB 237

g5 30 i A B BE T EM 9 #] (30 %) , A 156 (50%) , BHH 64 (20%) . HIKH
MASEFT M 9 1 (33%) , 20 %1 (67%) HHEAEXRTHIME, 17 ] (57%) R MkFKT
3, 12 fl (40 %) HH KW, H 2 f] 2 NLLERFIWTE, PARIEER 15 5, IR
JLE B 10 f (33%) , A 20 fl (67%) , JLEMM KA KTHM 5 A (50%) , CRER
T 3 N (30%) , WAEARTTHIM 15 A (50%) , CRAEFTIWE 9 N (45%) , Hif 5
N (56%) Jy 18 % LUHT A A STTHTE

2w AW B BEAMRBURR TR s . FESW AN, BebX AR IRE . I
2, TR ARTT, ATMGE R A E, D SR
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PO-037

JLER & M &t /MR D AEIG RS R 24

PRA R, e, AL, R R
JRHR T I 2 ) L3 s B

BB R L JE R M e v i O E (TP I ARARFAE B 18 1AL 1T fig S R 2K

JrE [>T 2017 4F 7 H-2019 4 1 A sER T iA % ) LE H 0 R B ) LE MR RHG 1) 198 14 T
MSIEITI TP BJLIRAREE A, T B AT RE RS R R (M . RIS . W12 /MR K
o PSS A IFREGGER . B A B TE).

GEEL bRsHAE 143 B, 5 72.3%, FREEMEAIL 33 I, 5 16.6%, 18PE4 22 5 11.1%. B
107 %1, Zc#% 911, B: &=1.17:1. F# 1 A~13 %, HhiFER 2275, INF 2% 5 47.9%,
KT 2% 52.1%. WHLER, 24 (2.2942.23) B 58 LEMHAH (4.73+2.75) ¥ ERES0
RN (P<0.0D) o FEBEREGE 293 AR, 1B HEAEPIINBEIREL 3.14 K. 2MEREN 1ITP °F
PIERRI TR 25N (5.7242.09) KK (5.51+42.48) K, EZRELGiH%E . atdyzsihry, &
kAT R AR 1 5 79.4%, R R ERIGIT 5 12.5%, MEEES G 6%, 2.1% FHARETT. Bk
RERNERT AR MR ZENZRP > 0.05), HMERESIER, RIFEL. YLl MUKT2Z
A E L (P<0.01) ; Logistic 2 F & B354, 52008 M4k A7 R 3R R0 404 K]
ZI/MKE (P<0.01) o

2w JLE ITP E R T UEHE LB, FRKT 4 5. Yli2ii/Mr>20x10%L il G5 5 K&
NS TP,

PO-038
RGMRMEA T vV BRZ—HIHF T E S

B e o o i
Hh R K 2 i o — s e

HE a7 V Bt ZE (Acquired factor V deficiency, AFVD) &2 I i)t i f i e
Wio FEJE T LR A P AR LR TV s B0, ERR BRI, IR IRR I = R R
P, FERESRKEMELERPT. APTT &K, FV iEHERRR AR PV 30900 B a2 W
J7i% il — ] AFVD BEIGRREHE. SLI0 A E RIS 1210 &ad FFd AT AH G SCRk &2 I At e
R 25N, BHAE R AR, RN, Joist e MEEE R 5 = s AL . SR E
AR PT. APTT BELEK, APTT AIESLIRIERAGRMIE. BMEF 1. VI IX. X EHEIE
W, BRANRA R BTV OIEEEVIC)RK, VR IEIAKCE S . BRANE Bk RAE
. PET-CT $/ngil X P AR BRI &y, ASBRAMARIPESORE o« KRR Sy 2 e W I e R (E
EEMLAEAR T B NGE . N HBE R ORI I B BUR B ANE, MR T E, 4km Bl S e R
Wi, BA%45 VIIETFREIRTT, SEBEHHETT Hb.

8 AR T VS B SRR I AT R — D W, R IR IE T R AME, TiE SR
HIEAR ARG S R TR B BRI B Ak K AFVD DL R R R IR T I RIER .
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PO-039
‘FREE AR E TR R ARER S X BRI DR R

BORE MHE, $ 74
A RHOR 2 [R5 5 2 B B Jes Bl AT e

B AT (Tissue Factor, TF) iHfb AT p“Fas B AR i i 2 1. AL TF /BN LG 1R S
RAE S N AL FRIR 7, HAER R TR B R B AT B BEER I i, 2 3 I 5 S B e 1)
PR REAR . AW FOE R BTE VRN MBI BK SR FE 5 TR PR AR (R0 5, T3 EGFL A4 2k
E1, KL 5 B LIRS R R S A B 4 KR (SPIONS) BB, il 45 4K 3R 4, FFk— B4R |
TE /)N FRAA P AR RS AG 0 20 Jk 6 5 2 PR B R B e 1 7 FH o

Jrik JAILL TF L aa248-259 MLk LE &R AL, L GLIDE P25 Wit i e #E m] “fift % R TF i b
MG BURYER EGFL fiTA 2 K EL. @i R 555 T ILIRFAR(SPRNIL S TF F5EF 71 KN ¥
EGF1. E1 5 SPIONs #4718 M4 EGF1-SPIONs #ll E1-SPIONs K454 Frfg =4 kL 43
M BT BB AN e T SR I L i RAE s I R R ORI RET () sth 7% 2R . i
IR NEARANAEEREN KT TR IR MR BE JT; ApOE /)N BR i i W 77 4 2 3 ik ke e Rl A b ABE 2
HE— W55 SPIONs #1 EGF1-SPIONs. E1-SPIONs i J& A~ 8 i 7] /) B3I 3= 20 bk o+ B B
MRI S AG 45 55

i3 SPR I EGF1 5 TF 551774 188.9uM; E1 5 TF 31714 4.35uM, E1 XF TF fIsEA 7
Bl T EGFL HISEA /1. EGF1-SPIONs 1 E1-SPIONs kAR 1B AV : 5 2 4E % B — ki
B —, WEKIWERIE, REBMRCREL, faettly, H E1-SPIONs 5 EGF1-SPIONs #H
b, ¥ =% (SPIONs. EGF1-SPIONs. E1-SPIONs HJitii% % r2 %18 254.2 mMls
1, 283.2 mMist, 296.4 mMist) , G EE LR SRS UG SRR . RSPSEEG B R, E1-SPIONs
EGF1-SPIONs 1] LIRS 88 A TF; AR SZIRRoR, V5 EGF1-SPIONs Al E1-SPIONS J&, SEi6
/N E LSRR A BT HAL B B A5 S8R X, H E1-SPIONs ZLF R, 1% B2 /N B3 70 v 5
SPIONSs J& BEHLANME 5% A B 2481

4 EGF1-SPIONs fl E1-SPIONs 4 KiREr B R UFERALPE A A YA 20, v AR S PR 1)
TF; LU SPIONs, XJahikofiFe Bt He B AR T ¥ I E R, AT A5 SBEER i 2h 248 I8 DAL T ROFAh
AT B

PO-040
“BREHRE . BIETF X RZIERISHEH S5afT

AR LK LARSOR 2 B LR LA LR B L R ke
1o [ B S Rk 2 e AL 5 AT R e
2. 75 AL NREEBE

B BT XN H 2 5 A — A DL Rt g i, Jo R R AL 1/200 J5, RSN
0, Hod b @SN SRS SCEIRIEI 93 . A B ARG KRR SRR T XN
il 2 E A TG PR A S VR T RR R m B RS 16 7K

JiE WEET 2018 4F 4 A& 2019 4F 5 HIdb st h AR REiti2, 8 M 0% 2l 00 A I $2 7~ 46 1L (R 1
XU 8= B3 PG IR TERE,  FExF HGRERE . SEIG =2 W, Va7 AT a9y a45 . XN 3R
R R EJRPIERTIN, PR R FUIR G2 Ly AG i, JE DR R A AR5 3123547 sanger M7 36 0F «
G 7 W EERLE T XU E MR ARG . B BARIGRAFIE R 1. 2 (& 5 e Rt
EEIMEA 7 XN $ =20 (CH13) o B HAHIRRBIRF I, AR AT SEMSE, Hep—F) k&
DRASIBEE (L 1), 2 BB R RE K 2. H4 5 GlEE 3SR ME7 X8 5E
(AH13) , PR 63.442.9 %, H 4 FI 85 M. FXNIENERR 16108 1.9%45, Ha 4 Fi1A
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H(<0.1%) ; FXIN RN 15.5+512.2%FXII Ag. ikt 2 i (AH13-2, AH13-4) , H4&
AR R T ISP IR (AH13-1) | HiEH4lE (AH13-3) FIZEXUBMER T % (AH13-5) .

5 5 AH13 542 T Ik MGy A iisliasy (R 1 . 4 BUEFIRIT AR, HIFR >
B Hop 2 B EEEIT 2 eS8 X EER ARG Y 1 EaYT 2 FEEA X g e
RIGEHA RIS e K. 5 L BB E R S K. 4k ARG TIR9T 20 KJGHET .

i BEIMLER T XU B ZRE 2 — 27 W I 8, I PR R I L IR A 2 1 SO 12 A1 A 1%
W RETAS B J5 DR R i L R R0 X T S R B ) R R R HE R BB AL DR X R 2
AT e

PO-041
P FEERL YR MBERER PICC
R M M +2 72 R P B9 B2

P

He b RSR[5 e B s B A0 2 g

B B R T00 0 4 B s S 1 I B 1 PICC A DG AR T B (R S

H¥E BENUEETE 2018 4F 1 H % 2018 4 12 28], TP iR a2t A £ 60 1, 1F
KRR TR R o B RIEBENUE I 706 R0 N I #E4 CRAL, n=30) FIFHIL 4
FENHHEZH (WAL, n = 30). ELEHIZHEEAT PICC B 5 P B & B & bR ikt ke AR
SR WA BENP IR EE 100% (30 / 30)&E T AL B E KK B EE 86.67% (25 /
30)(P<0. 05). WL E#IT PICC B )5 VIE RAERKTHIALEEIT PICC BEE)G VIE K4
# (P<0. 05).

& 4545 Padua FONES>S24T B 70 ME 57 HE RS it B AR b Sk B s R A Y PICC AH
KA RBIER, JrReiem B EEE.

PO-042
e E M AESSR A4 E QR MAERIEKRSFIEREKRE RS
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PO-049
In Vivo Enrichment of Genetically Manipulated Platelets
for Murine Haemophilia B Gene Therapy

Yingyu Chen'2 Jocelyn Schroeder?,Chunyan Gao?, Jing Li'?, Jianda Hu!,Qizhen Shi!
1.Medical College of Wisconsin, Blood Research Institute, Versiti Wisconsin
2.Fujian Medical University Union Hospital, Department of Hematology, Fujian Institute of Hematology

Objective Our previous studies have demonstrated that platelet-targeted FIX gene therapy can
introduce sustained levels of platelet-FIX expression in Haemophilia B (HB) mice. In the current
study, we aimed to enhance therapeutic levels of platelet-FIX in HB mice with MGMT P140K-
mediated in vivo drug selection of hematopoietic stem cells (HSCs) under a nonmyeloablative
preconditioning.

Methods We constructed a novel lentiviral vector (2bF9/MGMT LV), which harbors dual genes,
the FIX gene driven by the allb promoter (2bF9) and the MGMT P140K gene under the murine
stem cell virus promoter. Platelet-FIX expression was introduced in HB mice after 2bF9/MGMT
LV-mediated HSC transduction and transplantation. Recipients were administered with O6-
benzylguanine/1,3-bis-2-chloroethyl-1-nitrosourea (BG/BCNU) for 3 times. Animals were
analyzed by PCR, quantitative PCR, FIX assays, inhibitor assays and tail bleeding test.

Results PCR results showed that 2bF9 proviral DNA was detected in all recipients that received
2bF9/MGMT LV-transduced HSCs. Quantitative PCR results confirmed that 2bF9/MGMT LV-
transduced cells were effectively enriched after each round of BG/BCNU selective treatment. The
average copy number of the 2bF9 cassette per cell after three BG/BCNU treatments was 0.50 *
0.04, which was significantly higher than pre-BG/BCNU treatment (0.13 + 0.01). There was an
approximately 2.9-fold higher FIX antigen (FIX:Ag) (4.11 £ 0.76 vs. 1.43 + 0.06 mU/108 platelets)
and a 3.7-fold FIX activity (FIX:C) (2.56 + 0.50 vs. 0.69 * 0.04 muU/108 platelets) level,
respectively, post-treatment compared to pre-treatment. There was a small amount of FIX:Ag
detected in the 2bF9/MGMT LV-transduced recipient plasma. When we normalized FIX:Ag levels
to total whole blood FIX content, the results demonstrated that 96.32 + 0.32% of whole blood FIX
in the BG/BCNU treated animals was stored in platelets. To assess whether the bleeding
phenotype was rescued in HB mice after receiving 2bF9/MGMT LV-transduced HSCs, we used a
6-hour tail bleeding test. All 2bF9/MGMT LV-transduced recipients stopped bleeding within 6
hours with a clotting time of 2.6 £ 0.5 hours and a remaining hemoglobin level of 65.1 + 4.9%,
which were not significantly different from those of the wild-type control group (1.7 £ 0.9 hours
and 70.6 + 13.9%). In contrast, none of the FIX"' mice stopped bleeding within 6 hours with a
remaining hemoglobin level of 38.8 + 6.7%.Notably, none of the recipients developed anti-FIX
inhibitory antibodies as measured by a modified Bethesda assay. To investigate whether immune
tolerance was induced in 2bF9/MGMT LV-transduced recipients, all the recipients were
challenged with 200U/kg recombinant human FIX (rhFIX) in the presence of Incomplete Freund’'s
adjuvant (IFA) at 9 months after transplantation. Only one out of four recipients developed a low
titer of inhibitors (1.3 BU/mI). In contrast, all of the HB controls developed inhibitors ranging from
17-120 BU/ml after the same challenge (n = 4). When we used the ELISA assay for the
quantification of total anti-FIX IgG antibodies, the anti-FIX IgG were barely detectable in the
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recipients after they were challenged with rhFIX plus IFA. However, the antibody levels in the HB
control mice under the same conditioning were 875-fold higher than those developed in
2bF9/MGMT LV-transduced recipients.

Conclusions Our data indicated that using the MGMT-mediated drug-selection system in 2bF9
gene therapy can significantly enhance therapeutic platelet-FIX expression, resulting in sustained
phenotypic correction and immune tolerance in HB mice.
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PO-052
Age-related severity and distribution of haemophilic
arthropathy of the knee, ankle, and elbow among
Chinese patients with haemophilia

Sha Liut,Rong fu Zhou?,Zhi bin Jin',Min Wu?*,Ping yang Zhang?
1.the Affiliated Nanjing Drum Tower Hospital of Nanjing University Medical School
2.Nanjing First Hospital, Nanjing Medical University

Objective The Haemophilia Early Detection with Ultrasound (HEAD-US) system has been proved
to provide valuable diagnostic information in haemophilic arthropathy (HA). This study aims to
reveal age-related severity and distribution of HA among Chinese patients with haemophilia using
this system.

Methods A total of 89 Chinese patients (mean age [standard deviation, SD] 18.5£10.3 years;
range, 3-40 years) with moderate- or severe-type haemophilia A (n=76) or haemophilia B (n=13)
were recruited and divided into four different age groups.

The 6 index joints (knees, ankles, and elbows on both sides) were studied using a 12-5-MHz
linear-array transducer following the scanning protocol proposed by the HEAD-US method. The
severity of HA was classified into four levels according to the HEAD-US scores: absent of HA (0
point), mild HA (1-3 points), moderate HA (4-6 points), and severe HA (7-8 points).

The prevalence and severity distribution of HA among corresponding age groups were
calculated. Comparison of HEAD-US scores and subscores among the various age groups, as
well as comparison of HEAD-US scores among the different types of haemophilia, severity, and
replacement therapy groups were analysed.

Results Prevalence and average number of HAs were 39.1% and 0.7, 90.6% and 3.2, 94.1% and
4.5, and 100% and 4.3 for ages<10, 11-20, 21-30, and 31-40 years, respectively. Prevalence and
mean number of knee, ankle, and elbow arthropathy also increased with age, although joint
damages progressed in unparallel patterns. Definite increase of the scores, which indicated the
deterioration of the arthropathy, could be observed before 30 years of age (P<<0.05), whereas no
significant arthropathy evolvement could be found after that age (P > 0.05). Severe knee
arthropathy increased distinctly after 20 years of age and predominated all knee arthropathies
after 31 years of age. Ankle and elbow arthropathy appeared to progress in a milder pattern.
Significant difference in synovium subscores were observed between patients aged<<10 and>10
years. An increasing tendency was observed in cartilage and subchondral bone subscores along
with age before 30 years. No significant difference in total joint scores was found between
patients receiving on-demand therapy and those receiving ‘on-demand to low-dose prophylactic
therapy’.

Conclusions HA developed in the early stage of life and progressed mainly in the first three
decades. Joint destruction of knee, ankle, and elbow appeared to worsen progressively in
different ways. Higher dose of prophylactic therapy and additional local therapies might be
recommended, given that chronic synovitis and osteochondral damages tend to be irreversible
and that no significant improvement of joint status was observed in patients receiving ‘on-demand
to low-dose prophylactic therapy’. Understanding the severity and distribution characteristics of
HA may bring out more optimal joint outcome among patients with haemophilia in developing
countries.
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PO-054
PECAM-1 Protects against Disseminated Intravascular
Coagulation by Dampening Inflammatory Responses
and Restoring Vascular Barrier

Lili Luo,Min Xu,Heng Mei,Yu Hu
Department of Haematology, Union Hospital, Tongji Medical College of Huazhong University of Science and
Technology

Objective Sepsis is a life-threatening organ dysfunction caused by an uncontrolled host response
to infection, which is the most common underlying disease of disseminated intravascular
coagulation (DIC). The morbidity and mortality of DIC in sepsis remains high, even doubling the
mortality from sepsis. Inflammatory storm and microvascular derangement are crucial in the
pathogenesis of sepsis and sepsis-induced DIC. Platelet endothelial cell adhesion molecule-1
(PECAM-1), a cellular adhesion and signaling receptor that is expressed on hematopoietic and
endothelial cells, is vital to dampen inflammatory responses and restore endothelial cell barrier. It
is unknown whether PECAM-1 confers protection against sepsis-induced DIC. The aim of the
study is to investigate the role of PECAM-1 in sepsis-induced DIC.

Methods PECAM-17- C57BL/6 mice were generated by CRISPR/Cas9 gene editing technology
and confirmed at gene and protein level. PECAM-1"7- and wild type (WT) mice were injected
intraperitoneally with lipopolysaccharide (LPS 0111:B4, 50 mg/kg) to induce DIC. Fibrin
deposition, infiltrates of granulocytes and expression of tissue factor (TF) were determined by
histologic examination. ELISA was used to detected plasma levels of molecular markers.
Cytokine levels were measured by BD Cytometric Bead Array or ELISA. Cell death was assessed
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by LDH Cytotoxicity Assay kit. The morphological characteristics and proportion of pyroptosis
were assessed by microscope and flow cytometry.

Results PECAM-1" mice had more fibrin deposition in lungs, kidneys, and liver. In combination
with a larger drop in platelet count, PECAM-17- mice had significantly higher plasma levels of
thrombin-antithrombin  complex, thrombomodulin and plasminogen activator inhibitor-1.
Consistently, the PECAM-17- mice had higher expression of tissue factor. The above results
indicated that PECAM-1-deficient mice had enhanced susceptibility to suppressed-fibrinolytic-
type DIC. Furthermore, PECAM-17 mice had significantly higher plasma levels of
proinflammatory cytokines and greater extent of infiltrates of granulocytes in lung after LPS
challenge. Compared with WT mice, PECAM-1"-mice had an exaggerated vascular permeability.
Interestingly, macrophages from PECAM-1" mice released higher levels of LDH and showed
higher proportion of permeability swollen cell after LPS challenge in vitro, while PECAM-1" mice
had markedly higher levels of IL-18 and induced higher expression of caspase-11lin vivo,
indicating PECAM-1 may regulate inflammatory responses through pyroptosis of macrophages.
Conclusions PECAM-1 protects mice against DIC, making PECAM-1 an attractive target for the
development of novel therapeutics to manage and treat sepsis-induced DIC.
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PAIL, {2k NVENE tPA 1774, FFEA S TXB2y B =J&M C N8 HK .
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PO-056
Rapamycin Induces Megakaryocytic Differentiation
through increasing autophagy in Human
Megakaryoblastic Dami Cells

NING-NING SHAN
Shandong Provincial Hospital Affiliated to Shandong University

Objective Autophagy is a conserved cellular process that involves the degradation of cytoplasmic

components in eukaryotic cells. However, the correlation between autophagy and megakaryocyte
development is unclear. This study aims to explore the role of autophagy in megakaryocyte
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differentiation.

Methods To test our hypothesis, we used the Dami cell line, a human megakaryocytic leukaemia
cell line, in vitro experiments. Rapamycin and Bafilomycin Al were used to stimulate Dami cells.
CDA41 expression and apoptosis were analysed by flow cytometry. Autophagy-related proteins
were detected by Western blotting.

Results TPA (12-O-Tetradecanoylphorbol 13-acetate)-treated Dami cells can simulate
endomitosis of megakaryocytes in vitro. Rapamycin-induced autophagic cell death was verified
by LC3-Il conversion and Beclin-1 upregulation. Meanwhile, Bafilomycin Al blocked endomitosis
and autophagy of Dami cells.

Conclusions Our results provide evidence that autophagy is involved in megakaryocyte
endomitosis and platelet development. Rapamycin inhibited cell viability and induced multiple
cellular events, including apoptosis, autophagic cell death, and megakaryocytic differentiation, in
human Dami cells. Upregulated autophagy triggered by rapamycin can promote the differentiation
of Dami cells, while endomitosis is accompanied by enhanced autophagy.
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Imbalance of Th1/Th2 and Th17/Treg cells and aberrant
expressions of specific transcription factors in
patients with immune thrombocytopenia

Mingjing Wang?!?,Zhuo Chen?,Shirong Zhu'3,Yonggang Xu?,Xiaoging Ding* Richeng Quan?,Haiyan
Chen*,Zhongyang Deng’®,Simon Xun Liang® Xiaomei Hu!
1.XiyuanHospital, ChinaAcademyofChineseMedicalSciences
2.Graduate School, China Academy of Chinese Medical Sciences
3.Graduate School, Beijing University of Chinese Medicine
4.Dongfang Hospital, Beijing University of Chinese Medicine
5.Dental Hospital, Fourth Military Medical University
6.Biochemistry and Molecular Biology, Jinzhou Medical University

Objective This work was to investigate the balance of Th1/Th2 and Th17/Treg cells and the
expressions of specific transcription factors in patients with immune thrombocytopenia (ITP) in
Chinese population.

Methods Forty patients with ITP and twenty healthy volunteers as the normal controls were
recruited for the study. We measured the numbers of Thl, Th2, Thl7 and Treg cells by flow
cytometry, the expression levels of IFN-y, IL-4, IL-17A, and TGF- by flow-based Multiple
Immunoassays, and the expressions of T-bet, GATA-3, ROR-y t, and Foxp3 by RT-PCR.

Results The results showed that the expressions of IFN-y in Th1 cells and the ratio of Th1/Th2
cells were significantly increased (P <0.05) in ITP group, while the expressions of IL-4 in Th2
cells and were significantly decreased (P <0.05). In addition, the expression of transcription
factors T-bet and GATA-3 were significantly increased (P <0.05). The expressions of Th17 and
Treg cells and the ratio of Th17/Treg cells were significantly decreased (P <0.05). The expression
of IL-17A was significantly increased (P <0.05). However, the expression of TGF-B was
significantly decreased (P <0.05). The expressions of ROR-yt and Foxp3 were significantly
increased (P <0.05).

Conclusions Our studies documented that ITP may be caused by the imbalance of Th1/Th2
cells and Th17/Treg cells, and their relevant cytokines and transcription factors might be
responsible for the imbalance.
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Combination of cyclophosphamide and corticosteroids
therapy facilitate remission in acquired hemophilia
A patients with high titers of inhibitors:
A single center experience in China

Naifang Yel?,Zhenzhen Liu,Xuefeng Wang*,Wenman Wu?
1.Ruijin Hospital
2.The Second Affiliated Hospital of Anhui Medical University

Objective Acquired hemophilia A (AHA) is a rare disease resulting from autoantibodies against
coagulation factor VIII that leads to spontaneous bleeding. We have conducted retrospective
study summarizing the clinical characteristics and treatment outcomes of a relatively sizable
cohort of Chinese patients with AHA.

Methods We retrospectively analyzed the characteristics and outcomes of 42 patients with AHA
diagnosed in our center from January 2014 through December 2018.

Results The FVIII activity (FVIII: C) was significantly suppressed (median 1.5%; IQR: 0.9-3.5) by
FVIII inhibitor (median 8 BU/mL; IQR: 4.0-16.0). Bypassing agents, PCC or FVlla, were used in
14 patients for bleeding control without any adverse reaction; and most patients (90.5%, 38/42)
were placed on immunosuppressive regimen, corticosteroid alone or in combination with
cyclophosphamide. Patients treated with corticosteroids alone had a lower median inhibitor titer
(8 BU/mL) than those treated with combination corticosteroids of cyclophosphamide (16 BU/mL)
(P<0.001). 97.4% (37/38) patients achieved CR after immunosuppression therapy, and the
median time to CR in patients treated with corticosteroids alone was shorter than those with
combination corticosteroids of cyclophosphamide (median 40 days; IQR: 31-65 vs. 51 days; IQR:
38-83, P=0.301). 10 (26.3%) patients relapsed thereafter and were placed on combined
corticosteroid and cyclophosphamide treatment, which yielded second remission in 8 patients
(80%).

Conclusions The corticosteroid achieves satisfactory outcome, particularly with low inhibitors
titers; and combination of cyclophosphamide will facilitate remission in sever patients with high
titers of inhibitors.
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SR IO EERANAITS T T LENRIMSAIT IR, W DIC 25, SLENHTREAR, R
JG R TR RN E RS . SR, T AEgRA IR ECE M A& (DIC) , FRRIAIT )50,
St L BRipi R VR TT DIC IS DGsE . R, i SCRFVATT . PR s, QIR 25 K H A i 35 L 5F
T AE DIC JRY7 I FEh 7R B B 2R A

G EIREHFIREE ML gL (DIC) SWitriE EE S DU TR ArdE:  JREUE L M2 W S5
J7 % K ILR(2012 FERR) S WibsiE . FPARER o RS oy 2 ke 5 1k 2240 2017 4R 5E i [
SRECHE I N DIC #tIiZ Wi 7 & 4i(Chinese DIC scoring system, CDSS), {H&ZX}F 7%} DIC
H AT AR 2 Wibs il . IEIRE IR VR B N &L (DIC) [RTT: BIGIT SR, S
FERMAR BELUT P AR (R B o 4k 23k N BRI A 2 V69T DIC BB . ERIR AL 38 J5 R
(e, FAARE SR . PR, RS SCERUER . 2 IERR g B g T 28 AL S M LB T I
WESE . MG UEIR, IR IFREE ML W& (DIC) BRIT T, 2E N =R M7
TEeR, PR FREE, B RN E .

PO-072

74 BIEMSHAERE D-ZRE. M/MRAEMBIIEEK ST

JISE 4
T VREE R A 5 M s B Bt

H B WS S B R D- SRR SR MR UK R

FE R PRERI R — B E R I N R 74 ) SRR e A 30 il g AR D-—
R, I/, PT. APTT. FIB. "Rtk An o bl . /N bk B2 40 A b &5 3k 47 46 0 A LR A%
K H SPSS22.0 Gt 3 it AT 5l 7 W db 3, P<0.05 A 4uit 22 L.

HR SRR D- SRR MRS A BT, ZERE G (DR A,
P<0.001; [/, P=0.019). LSRR THIRA, PT K. FIB HEMFK, EXFEHIT¥ER
X(PT, P=0.013; FIB, P=0.024). sifipiH S5xTHRAMLL APTT K¥F G123 % 5 (P>0.05). 5
Sof FEZELAR EL , Sz AA9R 281 1160 v b S 200 7K £ 4 o b (NILR) A If /N bk B 4 B L (PLR) B B T i, 22 5%
A4t (P $<0.001).

50 74 BB SR B L B RN D- A . /R £ . NLR fil PLR FH, X[
e -5 g 3 A T R B IRAS R B 98RE S BRSO o

PO-073
N ER A TT B A ML AR G Ao i A HA /N AR A e
T 5148 5 B ST 2] 5

T TR R R R
FNEPNE VRPN

B H S M2 — Mo Y A AR IR & B R AR R A Eh ), F TR T S B SR A AL
R AE, T Y I 28 5 75 AR 5C B /NS /D AN S AR BEAS MER . HRTEORT LR, A
BOR L/ NRCEAT RSB, 10 HL3E R DRI = 2R 42 E . SR E It R KA B, e
RS A ) R AR B

Tidk AR T A0S WS MR AR M I S I S B P IR R R B A
MBI AL THARK, BRI IT /MO BN A

S53R AEHEHE IS A i iR O v, (HRE S B T SRR ZE R AN RO AE .

G598 0T 53R AR S AR T R S R R B, UG RKIIAL TR MoK T 3,
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PO-074
Bio-manufacturing of Platelet Analogues:
Simulation and Progress

Meng Wang*!,Wang Shujun?,Chen Baoan*
1.Department of Hematology and Oncology, Zhongda Hospital, School of Medicine, Southeast University
2.School of Medicine, Southeast University

Objective Blood infusion is an irreplaceable method in clinical treatment. The shortage of blood
donors and risk of contamination caused by blood transfusion have become a worldwide problem.
The technology of mimicking platelets is imperative, with the greatest potential to significantly
improve hemostatic action and break barriers of time and space. Therefore, many scientists have
devoted to the studies of artificial human hematopoietic cells. Among them, the studies of
platelets were limited by the incomplete recognition of their functions, resulting an unsatisfactory
result.

Methods In this review, we mainly focus on the valuable progress on platelet analogues based
on its innate hemostatic abilities in the past 20 years.

Results Current platelet derived products are associated with platelet surface receptors or their
ligands (e.g., GPIb, GPIlb, VBP, VWF, and H12) and different kinds of products were developed
in succession, such as lyophilized platelets, liposome-based platelet mimics, and polymeric
nanoparticles.

Conclusions It is hoped to convey a more comprehensive understanding of design elements,
advanced technologies and major challenges in this domain.

PO-075
Review of SNAREs in Platelets

Meng Wang',Wang Shunjun?,Chen Baoan?
1.Department of Hematology and Oncology, Zhongda Hospital, School of Medicine, Southeast University
2.School of Medicine, Southeast University

Objective SNARE is the molecular basis of platelet function of coagulation.

Methods This review mainly focus on the expression and distribution of SANRE in platelets, the
intrinsic protein components and the physiological links involved.

Results The currently available SNARE proteins that are proved to be existed in platelets and
functioning are vSNAREs (VAMP 2, 3, 7, 8), tSNARESs (syntaxin-2, -4, -7, -8, -11, SNAP-23) and
soluble SNARES, the distribution of these proteins in the non-nuclear system is not random, each
functional SNARE protein has a different localization andl assembled by means of a zipper,
which guides functional studies of platelet particle secretion, exocytosis, and endocytosis, therein,
many mechanisms are still unclear. In addition, many of the inhibitory antibodies and reagents
used in the study may produce cross-reactions and spatial effects between isomers.
Conclusions It is necessary to find more reliable and accurate test methods to deal with the
problems, or which will be one of the challenges in the future.
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PO-076
PARNHESE 9 E R AE R B BE S iF ER A 1iE
1 5158 14 I3 18 H ST ek 15 It

R, TR
(LI 27 275 L 7 K

HE g 1 6 DUNRIZE N B AOREIR B BB AR DA L5 & 1R I PR 0] AR RARR o, B2 iy K Lo
PURZERGIERIAIR, B IR TAE RS FIRE .

g BE, 5, 42 %, BARCSIIER"LS 4, PRIUEEGIMTT, TIeKEL, P2 KN
Fe APTT IEK. ML/MRIBD N FEIGIREI, Sfizii: WM 2 RBESE SR i B2, e MK i~
R R SVEIRESE. St CTA: XUNRMN Ak A2 By Ze b sk M1 Bl s 2k s AR
AR 5 Z K I R W oR, PZERTRE. 5 MRS I @IS IRbuis . RIEPUEY . izt
A+ENA #7%1, HHH C. HHHE S. HEHREA, ZREHR: FLOBEIiA (ACA-IgG) 946.7CU
(2% i <20)CA-IgM 166.5CU (£ % i {<20), 1 B2 #i & FPiik 151.56RU/ML (= %35 H
<20); JEHEY) (+) dRVVT WH 3.02; R KIIER; ZWOATBERUALIEAE, TRTH
VCARBTIL MR AR . R PTBEIG T . HIRE . B REMFIFIGTT, L7 )6 BE ek B
Urk, SiEIEW, AR HIES) . PUBEIEBUALE G AE(APS) 2 — 4 5 Hiik IR Bk (APL) A S I BAIL AR
TR IR A0 (30 LN IR R E BRFAE I B G MR, IR 2 LT 2otk T HE
HEFERIVIRA R 5 FBORZHIRIZ . BRETRT APL EMARTE bt E A VF 2 AT E, (HIL
B H BTG H ATy Al geildad an N ALRURIEE . T H0IE S B AR SR & G 2 5
C &A% MHIPIREILES): 15T N MM 2R T AAL KN 7R RE: &8 IFE IR
BUEAMARIR R . APS EZRYT H ARG AR Y OB S RCREE . Pt (b4, I
WEBHS, (BT HEAET L E ARG ZEEERIAN S TR AT, bk, ik
JeTe. A KR B IE IR S AT . B2, APS IRIKRIME 2R, 2 AR
RITC IR R AR 2 R BRI B A IR (APTT 80 AT-IIEK) « f/MRjs /b 54 1
JE DRI 6 S 2% &2 I mT REdE, I Be AT APL RN, B2 J5 ] 45 & St il 28 T F SRR T -
HER K SW, WITHE

25w APS IRRRINERZHRE, 9B MU AR R TCVE MR I A e 2 R 402 BRI H A IFEE M
S (APTT B AT-IDAEK) /MBI BAS BH Ji DR e 7 I 8228 B (R T e e, I ST APL
K, #12 J5 W] 25 G SEBR S LS TR L RVR T -

PO-077

VTE RS TAS P2 T T 7E I i i B & B2 A R LR VY

Wrar
HE RO 22 [R5 B2 22 e FY I R e

H B B X B R L v e 9 A 5 £ St A ik A A FEE (VTE) KU P P BE T 10, PP St s8R
FiE HEPFILFEE S, B4R 2018 4F 1 H---2019 4F 1 HAERT B 100 FIFEHL 2 ML Fixt
YH% 50 il XFHRALR A I B, WERAR A Padua XU PEor X 3 MANBE, #R, (%2
Yy, FERRZAMNEIT, HOFKSEEN, RGO T RS VPG AT . X L 4 R
W X VTE BiiR IR TRERE, A mES.

R MR HEWEE . X VIE BiasiRm TEEEHE S THRA, ZEREARIT¥E XL
(P<0.05) ;WAL EIF BT RA, R AEgTEE X (P<0.05) .

BEVR T LR R 58 3 B AT SR P i B I A e JERE IS PP A $ B 9, A RT3 A (A E
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B X VTE BiiG RIR T R s, SRR .

PO-078
TCRMFFE ITP 2& T MpawFss PRI A

AT LR EE L KB L AR T 2R Y2 A 2 BT L AT A 2 R 12
LR BRI R Al BB
2.8 HREAI & v Ll i B e

HE M NGS =& AL (next generation sequencing, NGS) 73 #7 J5 & 1 4 25 11 I/ INRRL
/BE - (primary immune thrombocytopenia, ITP) E# T 4iffgsz4& (T cell receptor, TCR) FiiJ5i H
#REX 3 (complementary determing region 3, CDR3) XJ#41, Tf#EEREESHYURRERE T
Y, LK TCR SZARFEAEIRTT AT G AR K.

i TP B RIE T8 B R E A BB sE i 5 BRI ITP B, otk 561, SIAER 41
% (20-65 %) . A THLZERN 40mglk, H£ 4 RIEIT, WITH. — AN AR BE L, [FEf
HEUANE L 20mL. 4MEIML45ri% CD4*T. CD8*T 4if, #2HL DNA, e KIEK A 7 K E AN
¥, MiXCR 8o # B -

SR YIKE, B3 CDA'T Fl CD8'T i 2k A AN, 1697 f5 CDAYT Al CD8'T 41 i =2 14 7y Afi 1
AN, SIHCTRERET A, BTG S T SRR . 5 BIERE Rl — AR
FEYHE) CDA+T 4. CD8+T 4iffla] % A A IF ") TCR CDR3 ¥4, AN & 44 e B
FITE—HHFE. H¥E CDA'T 4L, CDS8'T 4Hiuf VDI BT H£E VA7’ G AL, CDA*T 4 il = 45
AR E R FE A $E: TRBV12-4. TRBV6-4. TRBV25-1. TRBV6-7. TRBV28. TRBV21-1.
TRBJ1.1 Z5; CDS8'T Zf sl 3L K a45: TRBV12-4. TRBV6-4. TRBV25-1. TRBV6-7.
TRBV28. TRBV9. TRBV2. TRBJ1.1. TRBJ1.6. TRBJ2.2 %,

L% TP BF K TCR WA AR Z )8, TCR CDR3 MF 73424t 7 & b B WIHaH
7 485 B DA R TR N B, A2 LA s i — k.

PO-079

Platelet-targeted Gene Transfer Induces Immune Tolerance
by Deletion of Antigen-specific CD4+ T Cells and
Protection of Regulatory T cells in a Primed Model

Jing Lit,Juan Chen? Jocelyn A Schroeder? Jianda Hut,Qizhen Shi?
1.Fujian Institute of Hematology, Fujian Medical University Union Hospital, Fuzhou, Fujian, China
2.Medical College of Wisconsin, Blood Research Institute, Children's Research Institute, Milwaukee, WI,
USA

Objective Our previous studies have demonstrated that platelets-specific gene transfer under
control of the allb promoter is effective in inducing immune tolerance not only to the coagulation
factor VIII and IX, but also to a non-coagulant ovalbumin (OVA) in a model without pre-existing
immunity (the non-primed model). In the present study, we explored whether the platelet-specific
gene transfer could also induce immune tolerance in the primed model and the underlying
mechanisms.

Methods We adopted CD45.1 wild type (WT) mice as recipients, CD45.2/WT mice and OT-II
mice as donors, respectively. Both CD45.1/WT recipients and CD45.2/WT donors were
immunized with OVA and those mice that developed anti-OVA total IgG were confirmed as OVA-
primed mice. OVA expression was introduced by 2bOVA lentivirus transduction of hematopoietic
stem cells (HSCs) from CD45.2/WT and OT-Il donors followed by syngeneic transplantation into
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OVA-primed CD45.1/WT recipients preconditioned with 660cGy total body irradiation (TBI).
2bGFP was used as a control vector in parallel. After at least 4 weeks of bone marrow
reconstitution, animals were analyzed by flow cytometry, PCR, and ELISA assays for the
chimerism, the lymphocytes constitution in the lymphoid organs, the OVA expression levels, and
the anti-OVA total IgG titers.

Results For the primed CD45.1/WT recipients that received CD45.2/WT HSCs, the engraftments
between the 2bOVA group and 2bGFP group were similar (87.4+4.4%, and 87.8+3.9%,
respectively). The OVA protein level was 6.7+2.8 ng/102 platelets (n=5) in 2bOVA transduced
recipients. When all the recipients were re-challenged with OVA, all of the anti-OVA total IgG
titers in the 2bGFP group (n=5) increased dramatically, while only 1 titer in the 2bOVA group (n=5)
slightly increased. The normalized anti-OVA total IgG titers in the 2bOVA group (90.8£152.7, n=5)
were significantly lower than those in 2bGFP-transduced (1278+2101, n=5), demonstrating that
platelet-targeted OVA gene delivery to HSCs can induce antigen specific immune response in the
OVA primed WT mice model.

For the primed CD45.1/WT recipients that received OT-Il HSCs, the engraftments of the 2bOVA
and 2bGFP group were 81.7+4.2% and 72.9+6.6%, respectively. The OVA protein level was
26.6+8.4 ng/108 platelets (n=7) in 2bOVA transduced recipients. And the results of anti-OVA total
IgG titers showed that platelet-targeted OVA gene delivery to HSCs can also induce antigen
specific immune response in the OVA primed OT-Il mice model. More importantly, flow cytometry
analysis showed that OVA-specific CD4* T cells (CD45.2*CD4* T cells) in the 2bOVA group were
significantly lower than that in the 2bGFP group (15+8/ul and 163+67/ul, respectively), while the
OVA-specific regulatory T cells (CD45.2*CD4*CD25*Foxp3* T cells) were similar in two groups
(0.6£0.4/ul, and 0.2+0.2/ul, respectively).

Conclusions Taken together, our studies indicate that platelet-specific gene therapy might
induce immune tolerance in a primed model by deletion of antigen-specific CD4* T cells and
protection of regulatory T cells.

PO-080

3 BlZFRFUEMER A BENISKDH

ZT5 K MR A
I PHEE AR 225 PR

HE Wi ZEREM AR A (Acquired Hemophilia A, AHA) B IR S 12 69731
.,

J¥E 1R 2015 4F 5 A& 2018 4F 7 A, WPHEERIREESE R IMEEHGE R 3 B4 AHA &
Fo M1 3 B AHA BEMIIGREF M KR BT VERITR, AR T E S, R
W AHA 2R BT T e .

LR 3 HEEH B, FERPMECN 76 ¥ (71-84 %) , 1 HIEE NERF ARG LM, & 2 #lH
S U T A7V 177 e e o - 55 1 Al N 11 5o 11| R S ) B 9 AR A 2N 11 I TR =l 2
BN 100%. 66.7%+ 33.3% K 33.3%. APt/asciesfer, &tk VIETE/K A 0.5%-.
0.6%. 0.4%, LT3k 621U, 14.81U. 108.81U. H &S Himl i i s iR 1
BUABZSRAE . 2 BT B2 W 11 I Btk 1gA FHEr. St 3 1] B SR PR o Tk e Eo 2 i 7 o g 25
HEAT B IHIE T, 16T A I PR H I R 38 159 B 4 ), i R VIVE KN 2.3%. 5.8%.
0.6%, B & TIRITHT. HWHIEESAARREER N, 7008 481U, 2.41U. 83.2IU.

L% ZE AHA B iR e E, 2 DU R SR AP o 32, e M e IR o Sk
BERRE L. R, HARAE. APTT. FVIE:C. FVIH #0022 Tidebr AT 460 s, HlE R
AT TR o RIDA IR RL A0 B TSR AT s M6 T, JRE5 A 0ESCRRIGTT, X AHA &
A BT 8
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PO-081
M5 #RE B KX R % Rt m MR
O RE B E MR FUMNME

S e, Tk AT A
JETTRZE R i BE e OB T Ll B2 Be)

B B BB H AT R R G RO D E BB i — 23R 9T i, T 30% M ITP R Bl
YRR 25, A 5-30%1) B REIA B HILE AR . AT 7838 %o I PR BB 38 M OCHBAR I 20 M7, 151
— ] DL F P R 16 97 R IR AR A o

HE AT ERBOE 5 4 ITP B3 111 61, IR H M SCIRIREdE, HTHRERERE LK ZRE S
M. 2] ROC #iZE, i &7 A TR FE Fx .

R MRAHEENA. FER. C-RNEA. BREA. 1gG. 1gA. IgM ThE, RKIBAHIEPUA M,
KM B & TAEME4 (P<0.05) . £t Logistic Giit4s R Eon, BRI G &
RNEE AT E (OR=2.764) AR (OR=1.025) . ROC TMIFEAL. & A m TIEHN,
FHPU RBUECT 30%, $EREmET 80%; ik Li245.5 Z NEWIEN, BRI RBUE
51.4%, F¢5JE 83.0%, IRTEARBUBTEAR, SO CIG PRBUSBHE bR o] T BB, (B RE
15 80%0LA L, HFIET 2 IR FERR TR, I PRI HCPUE B I T E -

i A RAIMEEA SN ITP BRI 8E, RERREWAMEI M i — %t o
TR B i wT B ARIME B A KT, SRt s A, B, WMUER KT 455 ¥, BEATH
B ERE B, AT RLSR 2 T R B A SH hbe, (BT RT .

PO-082
SURGE AR MR R AS 08 2 R IVA0 T M T B SOk 8 )

EV5
KRR 272 — P =

B DUXGE AR S B AL A R RIS R o 1] 73 2 — 151 B AR S SRR )

I I L
B, 48 %, LISEAAM, DM 16 N ATFFRT AL AR, 2805 MRI
RN R R ZE . BEMHLHAE: ANAL32, i R052 Hifk (+++) . $i SSA52 FHifklH

P, RBAME. ZREEMIhAESEH, T, fRD, AR AT BRI e R
“KOEGRH LR "ESS T R E N ERH DUR IR e T K B 32007, ST ORI E, T I
Bl&o %8, 1.4 5 W00 M RGN ThRE RS 2. M8 4k &8t DIC? AT THF&R. i
&, FNEEELES CT. B, PET-CT SRA RN . MR LENIhRERSEE, RE
fERE. JER“GIEFFEEERRE 1 RN ERFIRABG, EIM/MRME, SEMIIREZE; 4545 4400 4
£: ANAL:320. §T RO52 Hifk (+++) , REATE; ORIBHE: Biscrk b6, A szt b,
ITEMAHLTERAR, WER: (BEIALD .

R ZEHFUMERE. M/RMIKT. Smhaess. BilhE REZI,HIREPZ DU BT
RO52 HUiRFITE, SERTIIL W N R4 47 405", ANA FIYES LT %5 B S im g, W
AL B B I A BN . WO R IRAEAR 22 B S A AL e« 3000 S5 Ak P 24 mT A
B E PR, BRSPS R A B TRIE A BRI (DIC) , 18V DIC s WL JE K A fif
o, WS R I b 88% Lk R ke H . PET-CT Al MRS aR it 2%, H kil 15%
~20% & S FIATC R SR PR , kb PET-CT al BB, Sii2. iR, HEMRE
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JREN: (L) AN, SCEkiliE PET-CT X/NT Smm Bk BUREAR;  (2) « AR ERE
18F-FDG, 1] fg5 e V% ME B 4w i IR A i e D S 0% . Al PET-CT /R BTG Bk
SRR, WECR, (HREERECEA, FROREE AR R S SR TR %, 5 SCERIRIE AT .
W BT AN ER: OB SPURRFE Y, o8 SRR I i G 0 R IR B A 5 R
WP VAR PREAR, TR EB R AT e @HIAE O MARTE R 8, FEHERR H
PESO . MARTERIR SIS, 70 5E B MR S B gk R ML Uit . AR TE T RE; @&
AR, REFENEAREERE, 0o RS S8 2, MBI R, Rk, 5
BT -

PO-083

m/hUm D & HENEEBK M4 20 BlilER 534

VARG L A UEAN
P JE RSP R B B

H B 2RI 20 ] 1fn/MiR<50% 109 35 A sl ik AR R I R4S 1

ik T ESHM FISH W64 7%, /04t 2015 4E 5 A% 2019 4 2 AR B r0A i /MR
<50%10° [ G P /AR k2 1 898 10 . AR BRRAS M TT L 2 B 2 (s 8 A I sh ik i
Fe i, XFEe 50 M MR<50%10° Jo Il ke ALl 3 CGFERE, MR, BwMELER , ot
Bk ANTENRIE . /TS, BE%R . ANA. ANCA FIL/NR TS EEFIGTT i %
IR . PUEFE 5. BE . (T RISER ) S5k R,

g RO, Sk M/ iR TR L AT /IR R 24 5% B PR -5 B ik O
BRAERR (P {HI<0.05) . RRefE. #EIME. ANA. ANCA. . 1L Z5PFIRIT ik
(B WER. TP SR ERRTHEZER.

g 1IN kD I A Sl &R Ik i A XU

PO-084
FARDBEIR % 1% 1E 1 BB 3R

FEAE
VU N R EERE 255738

HE FIRIDIEAFRE I T Xa S0, UM 22 28 MU BAR R, (B —LERf S R Al )
HE] A5 5 SRR L. B4, RV HEC A0 R — A ARG TS b, (L B 1 o
R L L P 1 T A S R MR AU R 2, R IR S5 1 I B
U MR A AR B TOR B S MR TN BE, P-E % 2 L P A0S IR T RS 1
.

ik mF I ke R R TS 3 AN H 177 IR IR TV A0 88 AR5 . 7E3A TR T 0
WRAIFEE RS 4-6 FAISCHRIGE CRIAIT) o BT Y I SR ST A8 M N S . S G
G PS5 PSS e PR 1T, R IR L S A I VI B 1

iR RTINSV AIEK /R R B SR ST RO AR L. S VAT L, e
RO IE T IR A1 P B 20D S, LR AE A2 (p = 0.07) . AR
S AL I A TR R P BT 22 57

Ghily 70 R IDBEA 7] ML/ SIS SR L I A 0 5 KV 1 B A L 2 e
G T TR S PRI AN, RIS HERAT AR R 5K Y L
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PO-085
lincRNA MEG3 £ S /& 1 i /M ja D 4 2 e
Xt Treg ARERIEFHZHIFR

PRIRM, 32 558 I8, S 3 A R
P IR AR 2 B e S DR e

HE KEEdE9mIS RNA MEG3 (IncRNA MEG3) se/EWid FE R EZ A7, A BT SR i
JRELR R, QI E SRR . Treg 4L E ) S i & G e PR /s /D P 55k (TP B 2 1) 80
R&. A5 BERI INCRNA MEG3 5 Treg 4l it o% R & HAE ITP KA K B ATk fER -
H¥E LGN 35 4 ITP s 20 Z 2k, FmAAARI S ELISA KM ITP i35 Al g B 57k
HHAME L CO4+T AN 1) Treg 400 & A IH T RIE RO . 8 454 4 1w d & )7
(RNA-seq) #2041 Il CD4A+T ZHfii lincRNA MEG3 HIRIA M. Al HEREN FH
RNAiI Hi AR, ##& liIncRNA MEG3 F27E THi1 CD4+T 4iffii & (sh-MEG3 CD4+T 4iffli &) -
Western blot £l sh-MEG3 CD4+T 4iijiil 2 Foxp3 H A MRIER M, MM ELISA Kl
F Treg 240 A AR S A B R 7 1 221k

ZE SRR, TP 448 E it Treg 400 5 TGF-B 4RI T £ IE L% T (P<0.05) . B
Ja X 20 4B T RNA-seq faill & 30 S5 4@ BexT BRZHARLL, 1ITP &35 CD4A+T 4ifii+ IncRNA
MEG3 MHKIERZET . ¥R lincRNA MEG3 {1 IAJ5, sh-MEG3 CD4+T 4iiffii &+ Foxp3
FHAKFEARTERA A E T A, QAU sh-MEG3 CD4+T 4ififu#t Treg 4088 & 4 LL T
i, ELISA Kl bt TGF-B 4ifiuA 781 & Fil (P<0.05) .

£518 lincRNA MEG3 it #iifi| TGF-B 4 H 7 173k, Jk/b> Treg 40 Rk AT 51 42 4% k1,
ATREE SEITP FIRAERRKEZ —.

PO-086

— BRI E F X R Z RS HIHRE

B L2 RS 3 R A ARAEAN S B L H e !
1 R 5 — I B BE B L 58 N R =R ik
2. B BE RS IR R B iRt
3 R B E RS — IR EE BE T 75 8 N REERE WA PR AME
A B BERE S — IR EE B AL 75 N IREERE fie F
5. M BRI R B BT 5 i N R R f i A

H B B ABIRE, $2 st SRS P 7 XU B R AR

Fik 16l 60 B BMEE, FEE S, SRR G SRR A B % 5, R4k FAT47 IR
s T A S UIRAR . FRIF, REHRE: BEEHMIE. K55 RKEH I LRI &
T R, 2U2HEE0 CT #RiEis i, MvEm, T EnE1TA S sk Ae AR ER
TR RIGE 3 REREBIMIIAEIEYR, TR MIalEHREEAR, KRR KIH S H i
fbo EATFAHIEIL, (EARGEG B IMA L, MEEFSEEImERE MR, AE 20 & A T
B S I SGE AN R . B R S, B B, SATIRE R, KR I, B E
U /MR, Pritzanst . e mdEm 8, T REigs.

ER MEESLHES XN Sz ahE, THERAEARES 2 HPAviedt 32u KEA Vi K+
30ug/kg A, 4 3-6 /M 1k, 3 YUGIMMESIREE B/ IR . s EE —
BB, (RINARIKE T %, THEEAEWE. FUGB NS, EEARAT 6 H YA ik
PEBE, HBEERT R MRBEBEML A XI5, (HEMAVE, KBt —PREIRREMERE, EE MK
T 40 o Bh R, HAABER E® MM IE. IR LFEE S /D HEPUE 150 $ivE, 5 RessH]H
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WL ZWEE R XN HTERZ . /s B SRR ETURYE. 1677 E—Jr i AN R Ilie N
E, AUTE BN A E I AN FEB VKR MR AL, — i gs TR R ERE A BE R R . Ak
Wi S RS AM)ia T LAEBRINHI Y AN, 258 a0 SifiE 2 b R e, = A
MUY . B M MERIZ DR REH, T EREESAREEE 25 KRB ARt <
i 10 22 R e 4k 8 RS VR 9T

S50 AP FERFTRRBE T RE X PR eh 2 s, BT BT R B E ORI XN PR R
FPEAP PSR AAR TR AMERMEL T, HRHEREAR, SECE ™ E . 1
PRI 57 MR IR W MR IE, o 838 Oy S L5 WL SRAS A 7 Xk = A

PO-087
PD-1/PD-L1 Pathway Activation Restores the Imbalance of
Th1/Th2 and Treg/Th17 Cells Subtypes in ITP Patients

die Wul,Xinhong Guo?,Jiangbing Ding?
1.Hematology Disease Center, The First Affiliated Hospital of Xinjiang Medical University, Urumgi, P.R.
2.Basic Medical College of Xinjiang Medical University,

Objective This study aims to investigate the changes of cytokines and the effect of programmed
death ligand 1 (PD-L1) signaling pathway on T cell function in patients with immune
thrombocytopenic purpura (ITP).

Methods Totally, 40 untreated ITP patients were recruited and 30 healthy people were
recruited as the healthy control. Then whole blood of ITP patients and healthy control was
collected, respectively. The sPD-L1/ anti-PD-1 was used to active or block the PD-1/PD-L1
signaling pathway. The expression of PD-1 and PD-L1 on peripheral blood mononuclear cells
were detected by flow cytometry. Serum levels of sPD-1, sPD-L1, and related cytokines were
measured by ELISA.

Results Compared with the healthy control group, the percentages of PD-1+CD3+ CD4+ T cells
and PD-L1+HLA-DR+CD11c+ DC cells were increased in ITP patients. Besides, the levels of
IFN-y, and sPD-1 in the serum of ITP patients were increased, while IL-17, IL-4 and TGF-3 were
decreased. Besides, the level of sPD-1 was negatively correlated with the platelet count. The
levels of IFN-y and IL-17 in ITP group showed a decreasing trend after administration of sPD-L1,
however, the levels of IL-4 and TGF- were increased. The level of IFN-y in ITP group was higher
after anti-PD-1 blockage, but the levels of IL-4, TGF- and IL-17 were not significantly influenced.
Conclusions sPD-1 may cause the dysfunction of PD-1/PD-L1 signaling pathway, and its level is
related to the severity of ITP patients. Activation of PD-1/PD-L1 with sPD-L1 may restore the
imbalance of Th1/Th2 and Treg/Th17 cell subtypes in ITP patients.

PO-088
TPO i@ 128 FREA R4 faRaiR
E#&MAAEmEY {ERHHIRTR

0 I, 2 B R 0
RIS R S M 7B B

B B 50 3R B BE I 58 v B B AH o B B R AH A (Bone marrow endothelial progenitor
cells, BM-EPCs) FX#fERGiE M. TG BM-EPCs UJRel 5240, A5 BAERREA
NI/MRAE R ZE (thrombopoietin TPO) & 75 Al @ E Z LI #4511 BM-EPCs, k& X E %41
(13 IS 44 R AT REAL A o
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H¥E o sLi i CCK8 & TPO & & nl{E it fbyT 5 BM-EPCs 3458 S i B E IR, ik
U AEVE IR N SEIR 2, JE TPO NXTHRAL; R YA AR A i 5 Y XUbR S 56 43 Joll 46 01 <2 56
AT HRALH) BM-EPCs $i; 5 3B SL 36 R FH i S #5256 43 Pl i 41 BM-EPCs ThiE;
= SLIR K2l BM-EPCs 5 EZ4Idth 7%, i csfe IR R AR EZ
i B B T 0

LB 1.CCK8 45 B iox TPO Al {Ei# BM-EPCs 15, SAEEHHE N 100ng/ml; 2.7 i il A 4=
INSEIGAH ER IR CD34/CD133/CD309; Fu i e XU bn SEG He /n SE G 2H BM-EPCs U100t I 25 B
BRI (n=7;p=0.039); 3.FF _H LA M E RS (n=7;p=0.022) KiT#{EJ1(n=7;p=0.011)%*}
AR R0, 455 =300 S8 77 J5 S50 40 A% 40 P 3 B A0 B 22 156 R

29 75 B4 BM-EPCs %241, TPO (& 1A HERMER R4 fEH, &l fe@id et BM-
EPCs #94H, BE LIRS, MMIKE BM-EPCs X EAZ UM & I S He1E T, HeMLdI A et — 0t
Fo

PO-089
Relationship between serum cartilage turnover biomarkers
and hemophilic arthropathy severity in adult patients
with severe hemophilia A in China

Xueyan Sun,Jinmu Zhuang,Xuan Zhou,Lei Meng,Zhugin Liu,Jing Sun
Hematology Department, Nanfang Hospital, Southern Medical University

Objective To study whether the levels of cartilage turnover biomarkers change in severe
hemophilia A adult patients in China, and their relationships with hemophilic arthropathy severity.
Methods Serum from 30 severe hemophilia A adult patients with severe arthropathy and 19
normal control subjects with age- and gender-matched were collected. Cartilage turnover
biomarkers (Coll2-1 and COMP) reflecting cartilage breakdown were measured by ELISA.
Ultrasound of the most severe target joint and Hemophilia Joint Health Score (HJHS) were used
to evaluate the damage severity of joint structure and function respectively. A total of 11 patients
received serum biomarkers tests and joint examinations again 3 months later.

Results Levels of serum coll2-1 (sColl2-1) and COMP (sCOMP) were both significantly lower in
adult patients with severe hemophilia A than in controls (sColl2-1 212612.07+91921.67 vs
349563.06+£83985.03pg/ml, P=0.000; sCOMP 1295.83+542.04 vs 1995.34+364.16ng/ml,
P=0.000.). The weak correlations between the cartilage turnover biomarkers and ultrasound
score (rscoi-1=-0.437, P=0.016; rscomp=-0.431, P=0.017) , and the relatively strong correlations
between the change of cartilage turnover biomarkers and ultrasound score change (rscoi-1=-
0.797, P=0.003; rscomp=-0.768, P=0.006) were observed.

Conclusions Levels of cartilage turnover biomarkers might change in hemophilia patients with
progression of joint structure damage, and correlated negatively with the degree of joint structure
damage in late stage of hemophilic arthropathy. Cartilage turnover biomarkers might become an
alternative tool to evaluate and monitor the development of hemophilic arthropathy,

PO-090
ITP BEPEIERFERRS TPO. VIP KX

B, EL
AR R AR TR B

BB S8R JEUR S PRI NROBAMEE. (TP H P EEIE MR A, PRAT ITP S8 A1 i /MR A B
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% (TPO) /K. IMEWEHIIIK (VIP) K5 ITP FIFHCHE, K5 H RIEMEIIAE .

J¥E LA 2018 4 6 A% 2019 4 1 AfEAL TR R 25 KSR AT TR R 02 ITP B
o, IR EARERE ], SRETEEGGITORL, i ITP By BRUERER 5 2.5 BRI S e A is
(ELISA) JUl5E ITP 4H. FARErSrEsi (AA) 4. IEWGHRA K AANE MK TPO /KF. VIP
K, TSI R R SRR DG, PR UF % [A) S 56 2 FaAn i 22 S

R 1 BEN: I ITP B35 64 5, AA B35 15§, IEEXTRR 27 . 2. BEiEE: B—iEE
BRI 46.89%, FHT (5 H 4 HLERHE T AR UL P BEAE . AORBRIE . 1 R ATIE
BF 2 K HEIE s IR ZH& F AR5 5 B S5 150 46.87%, AR R AL P BHAE+ SNSRI IE . B R K
FEAE+ SR MR . A EAT I+ A BEAE I AT IR+ SR MLE s = 3F 24 1 o5 50 191 5
6.25%, ¥ NEA S KRR+ SR MLE 58 LA BHAE . 3FIRFAE: & Ebi s BN B e, Hakoh
JEPRUEAR . BRRUEAR . O UEARE . SRR, B AR AR B v T AR A . 4.0 TPO
WEEREI: 1ITP 41 TPO /KFFIME Ny 85.11+32.23pg/ml, i IEH %R TFE (P=0.035) . ITP
H TPO A5 /MRS A (r=-0.292, P=0, 019) , TPO /KF-E4FER. e, H i
ROy A EERE S HE AR S E (P>0.05) o 5.0 VIP KSR : ITP 40 VIP /KM
9 24.80+9.39pg/ml, SXRATLHEZER (x2=1.347, P=0.510) . FEHIFE VIP KFH{KE|
W, WRUGESARMAE . BB KRR B A BHAE . M AEATIE . EIRPHESER VIP K B3
B RUGRMR. il O, B BT

9 i, SORAMN ITP MR EREEZER, FHEMAEThEERIE ITP MEERNL: A ITP 1
TPO /KF5 ITP HHEUEEAAFLEA M s AATRMIIE A& TR AR ITP £35 VIP K EAK,
VIP 45 (149 i Bz K 2 47 vl 2 IR AR PR BIAR WL B 2 —

PO-091
b VIR e R AT E ) LB R & S i 4 I /s AR /U fiE
hITE meta FHAREFR 547

Vgl LA 2 AR
LA IR 2K A BT TS B
2. MR K5 iR B

HE KH Meta 738 75 VA Bui [ TR e B V6 97 78 ) L3 SR G 8 1 i /IR B/ RE H (97 3%, FFi2
M3 5108 (TSA) Kide Meta 73 4 R i) H 2.

i 5K ZE VIP. CNKI. Wanfang. SinoMed. Medline. Cochrane Library. PubMed, #:
RIS A SRR R R 2019 4F 3 H 16 H, % MBS HIE (s i br v it i th Bt HP Va7 )L ITP
BEHL 5 . FH Rev Man5.3 #4iE1T Meta 43#fr, I TSA 0.9.5.10Beta #1715 7 51 4
o

SR JLRRM 251 ROk, AN 14 DMHTT, SAEARE 833 . Meta /i R Eon: WM
RITERG T HP MBI EEIRAT 2 BR%E . M/MRt 8. MARAS A 4RFR AT HP BV 45 7 ik T
BATERAITH, (BN RRMITH, BT SRR, ARG RN, K587 57 o .
FEIRRSE BRI, B Z 5 THRGREM TSA FUE, RuifEE s HrENER
KW, R ZERRSESTHEAAZE, HIERS TSA FHYEMAS, $#ER Meta 7041l e fF 38— M
FHYEMIZE SR fE—FNEREI M, R Z AT TS FEM TSA FHE, 1RATE2IE 4.
0 AHE LS RN E AT A U HP YR T RS I LEE ITP MIIGIRIT 2L, PRIRE R K. HEHMA
W50 R4 ), AT L2510 A KR R i i RCT HIESE.
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PO-092
FE =R BB IBR AR SR YT Se 7 1 i /MR AL A fiE
ik ik
T A2 5 5 A B

B B 0 7R S R DI AR TR R S ME MO E - (TP B 1A Rt Al 2 4 i

Jrid mlEE s> HT 2012 45 1 A3 2017 4F 12 A FEREATIRESMEVIBRIGIT I 70 FlEE, L3
20 i, 7z 50 i, % 18~62 %, V¥ 35 . FrA BEIWAELIRT 6 NH, ARHTHER BB R
W NRIZERE A, GREHHIF. TPO %5577, PLT<30x109/L, BF7ik/Efa=230 mg/d A RE4E
Fr /R H A2 8 AR JGBE VI ) 6~48 NN H, P 22,5 M H . 7 80HE S5 RN R R Sz 1
IR RE S T 5 iR E B AR,

R 70 HlEF AT IR EMYVIBRARGIT LR 5 BIERIETIER), ARG MR RS TE ITP
FI PRI EEAR . 70 B, e 4N 50 B1(71.4%), B 11 H1(15.7%), TR 9 # (12.9%).
Horp 15 BiAR f5 i /MREEIE 500 X 109 / L, HH 8 il 4 it 800x109 / L. 15 i35 N H ikt 24
B, 8 ¥R R IEMRELIIGTY, R EIEREE. REfH 3 plEET 2 AE, FEH
#, M/MR—FEE FREEMKT 30109 / L, 4 T/NiEBE LA ERGST, /MR EF, Hp
1 B B R L BE T . T B e sh ik BB K I AE T A

g2 AN ITP —ZRIRY 7 IR B E, 46T 2018 KR 2 10N AR /N 2B B 25470
TPO. TPO Z/&¥zn7]. $1-CD20 HrilEHifk. BUIBRA, {2 TPO K& TPO ZARBshFIEIT 2 H
B e R Yy, BAEREA4L. BRI, BT AT R ERAEBCE BLGTT R ITP &
H, WLVEBUEE RIS IRTIBRA, He et gly, KErsE e, Wt

PO-093
REMNB B REERMETF X SPEEEL B R L FIHIH

LW
g A I R I 2 A o i < e

B @S EE i R X CRXND SREERE ISR IR R, H b HAmALH] .

FiE EREFERI EXI 3EE (FXIAC) , ELISA 3R FXIN-A TWRBRE (FXII-A:Ag) 5
FXII-B WHiFE (FXII-B:Ag) . PCR ¥ F13A1 5 F13B R4 #fo 2 1 5 H A3 75 5
T, CNVplex®Fl#E AR 5. @il e m RSB MKE PCR HARKN KGRI R S, A9
fE B2 R E AN . T B &b i i+ XN SFEAE (AHXID 3%, Bethesda y:ill5E
Pt EXU PUAATE B, ELISA MEREIIPT FXIN-A T F A,

LB 5l FXI:Act<5%, FXII-A:Ag<3%, FXII-B:Ag HI7EIEHTEE N . HAsgiEs 1 Ak X
RAF Arg383Ser Fl/NER R RAF c.l147delA, SCiE#E 2 N LR Arg716Gly FlOK K
0.[77815_112815del; 112837_116628del]. A5 7% KE I NP RUIFIE TCT Al C /- S IR
FoSTeS/ MMBIR Hff. 2 #ilEE —& Wi r B2 B & RI6YT, B AR PR A ™ & H i
. HAN 3 BT HIMR L E R, FERIOVILANMM . T FXI AR R 2 5 N
1.83BU. 1.67BU. 1.75BU, ¥ NPT A WHEPifA. 1 HIEHIELIGIT, &MWL, Ao 2
ol 55 3 3518252 EXI AN Fe N G M6 YT, AR PR AR ™ 8 H i 34

g @ 7 MEEYE FXIND A1 AHXIE FH2iRTAE. &2, 2 FlEE hstehEA | 3
FXIID, 3 il E# AL FXN-A WAEPTA S B ARXIN. @45 % FXIND & 352 b & R0a
7, AT AR e kAR O AR AHXIN T HEAT FXUN AN 78 0 e 51VA T
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PO-094
Ph e FRESERBERADFEE AT IRES
& B OAEESE 1 BIHXRE S

RV, DL G B R, £ AR, O i
M ZEIX 22N S BE B

HE R Ph GRS Sk bk 40 5 S8 I6 7 1A vh A A Sk L T URE S 1A IS0 435 i b e K
AL

Ji¥E RGRE—15] Ph Gt AR B Sk bk A0 B 5 e T i AR A R S D UEESE f5 26
A, FFHHT ISR 2

R Ph QR FIE SR AL A M BB AR AR S D AURESE S, Zeid i PR IE 24 1 4k
B, WistE

S50 S A P R TR e PR A S R B, (R AN RO R B M — RANRYT
Jei s B AR, IR RN, AT 5 R A AR PRI AR . 2 5] PR R A A EE AL

PO-095
FERIAFE RIS R-COP 5 BI&FT UL THFaBk e
FHEXRIGKRFTRIR B AAHKEIE 1 fliREH CEE S

SV TR, O O, FH BT, B AR B, AR IR, A i
SEPMZEIX 2 i B e

B H SR B o AR 5 3Kk S R-COP J7 SR 7 LAZE T B kAR B A I PRARBILIK) B 40tk B89 14
A A R

Titk ARG KR B Rk & R-COP J5 Sy LAE T IR ik i i A IR R B (RS
KRBT [ B Atk R B E RIS, JFEEAT ARG SRR >

R D by S R Im R R (PRI KRB § B 4k R R, el IR i b a
ke R-COP JF&ifyra, TS AHA, BB RUIIAMIR, WiEfRE, KLV R
fEM.

59 R R RIS R-COP 77 S8R 7T AL N BGE K LA 8 K IR PRARBLED B 4RItk L0 i
R B2 4, AR HRIMPCRA R TR Py K B K 52

PO-096
[ % S /R A TE R VI BR R fe 4k & AR5 4R Y
SN T HBEMERE 1 BlHRIEHCEE S

RVF LA, B B, DU, B, B, B i
X Z I SRR

Bl $Rit SR S P LR B R 5 4k R AR AN T Mk T 360 7 5 B
AL

ek TG 5% o e L MR TR DI 46 AR T M L 2
TR, FEHEAT SRR )
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GR UK B M NSIBAE IR DT BRA 5 2k A AR R AN T 2R R %, 283 CHOP+E 5
Ry LT, tERRE

5 SRR G BN LR RE IR DT R A J5 2K A A Rr PR B A T 4Rtk R ¥, 283 CHOP+E J7
FF TS, ERE. X ITP A1 NHL ) E A 5 AL L R AT RE 2 — N FE AR L o

PO-097

FEHIMAE RS ERMERLETF X B i

EETE

P IR AR 2 B i S DR e

H ) S4Bt i KT XI(coagulation factor XI, FXI)Hk 2 JiE 2 HE47 5 RIS I K2 548 70 My R 1 H 7y
TR IEALH

Tk X W s AT VAL B 0 Bk LG g I 1) (APTT) A 2 1E 256, ki B Js it ] (PT), EBrbrdEfl
ELfE (INRD St ifn PR /K 7l s LAEAT SR AL HIWT . $2HUE# DNA, H PCR VAP 15 M K1 XI 1)
15 AMAMEF LI ) DNA 751, Sl UIRaith fa B, e 4 -5 15w 5 R 21 b oot i ik
RAGHL R X TEARFEDR HEAT AE WA 43 AT, 0 SR8 o) s i 6 1 0 225 40 Dy R ) 5 il

GEE O 1 ik, 55 %, B T BRI E MBI T RER I & I APTT Bl R E KN 88.1s (&%
JilH 20-40s) , HFHAMEZ MGG EL L. BF 2., 71 %, WREIZIER A RE DN, &
R I AE AL APTT IEK N 107.1s, F 2P 6R a5, FERECARM, wLAE k. B35 At
AABUH MR . PR F I T A BRI SR A5 M A A 5 o PR APTT VR & IR A 1E R 5 4>
W4 32.9s M1 31.5s, FXI:C 7354 1.10%. FXI:C3.8%. iz Rt T XI Sh=5F. TSRz
NEE 1E F11 REAESMERA 9.1251-1G>A Al g.1271delT, TA JFURL7a FEl 45 B EoRs b
R RARN, TAFR G R BgE by B 2078 F11 BEEAEESREGH LR 9.1070A>G
9.1446C>G, 7 Hl'FE p.L357R Fl C483X. &AFor#r, Wiffl s F11 RSN FXI & A i
()45 R4 AN Dy B 7= A S )R] Be PR

2w AR RN F11 £ 9.1251-1G>A 5 g.1271delT W& R 9.1070A>G 5
9.1446C>G XA A HE LRAE, vl Resr Hla M & M K+ XI = B3 1o+ AompLhl, 5 & FXI
AKCERE PR APTT Bl AE KA C. AR Sk S FXI S8R E5045 e e LI DU o A 350 R 1 Ik
ks .

PO-098
PUEfR I TER S N-ZER Bt BB B R B R
AT SRR M /R D

PURESFS
Xt AR B

H B RSB FEARAR VT AT N- T Ik SRR A4 S o 2 [ B ST A 1 TP 38 A F AL

J7iE EE 2017 47 10 A & 2019 4 2 A EREMRYE E R T/E4L (nternational Working Group IWG)
B2 N B R 2R T 25 BT I TP BB 21 9, [RIAS R H S 2 ARG A B2 i 2 U Y 1TP s 21
B 1E Rt B . R U =R 4l B R AR W A L 2% 20 BB 3 B N X 41 B8 (bone marrow  endothelial
progenitor cells BMEPCs)48 1k, Il /M4 AT S REAE AL

SR OB RN A ST 1ITP BE KRGy T E e N R BT s, R BT,
DIRe AR DB e, WHRRZEL. IRy 4LIBIT R 19T 4IRYT G BMEPCs LU 5374 0.12%+0.04%.
0.02%20.003% . 0.13%*0.05%. X2 5677 4677 BT LB G T G T AT Ja A 4i it = (P
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#)<0.05)

S50 1B RN B AH A PR A BRI AR R O ITP R AL i B E 2R 2. PFEAR T S N-
LI BRAERE B 5 S [ AP 8 Va7 W R h B B AT R, Rl B ORI ITP S SR AL
BITIT

PO-099
16 AML BEBES|ST PICC BEERBHE
B 24 MR E DTSR

R
i 5 ZE R K S B e

HE 20 1B R O i B A 51 5T PICC BEARERSEIL 24 /N5 R 5 47 5 47 2%
Ho

g mBRRET FAAK. BEFTFARA . KEES . STUEAR &SR LIRS EE S
FFEEB LR, BB EERMIIRE R, BEEANY BT I, § BRI W, § BGR R i
Nk, BE R SRR . I IS SR ] MR B . SRR VE T ki K
VE VR UIE fa 7 R RS IR RO EE R, BEAT 2 RIS FH 00 s a4l okl kit
PICC & Jim Bt 1Ll Jey B NS i 28 R R, G O TC R A T, Il B g o PR B

ZR B# PICC FRIBIFILE M, RRARG:, BHEGEHRE.

S50 PICC 2 ORIUE B BVRIT I OCHE, (HBEAE R OB bk SRR PR L2 S, 28 0 Jm 350 sy
BEPHRCEN S, — HRERSFEN S, FRHTE. BERITKEA . S MRS A
LA TRV R B R A& S Sl a5 BILBOR IR & B R 259, 5E

RO IR A, PRAIE PICC I H AR

PO-100
AR AR EAYEE R R IAERIGKRI S F 2RISR

P AT
TTALBEARR R 58 2 e 1 v A

B GBI A48 O R AR A e o S IR R R I A OC S 58 Sk A S b AT o0 i, ZE IR IR 2 I
IR R AT 4R A R IAE (congenital dysfibrinogenemia, CD) J&, Xf Mg 4F 45 A IR A
FGA. FGB. FGG 17 DNA I fF T4 FE IR AL AL, BB 7 RWLE], AT 20 .
FEE S b e i £ 4 B 1 D L B8 (R IR KRR AE S S B A A, FEFRRR 1 BB T 2F 4 1 5
ILARE B 5 LR 4 R AR 21 20 2 1 R URE O 28k b, /3R Clauss A FIEUR L2l e 47 4 55 (1 )i
iEPE (fibrinogen activity, Fg:C) K#F4Es A EPi)E (fibrinogen antigen, Fg:Ag) /KF. ZRJEXT
P uE R A4 AR FGAL FGB Al FGG &K B3 1A 38 /37 51 1447 225 AL s 4R 2 [A]
RAALRL, FEFERIZKT o i H R AL .

R iEE A REEL, WERAE G, SATHE S FARBS TR, ATE LR U
N FYEERAJE N 1.99g/L (Clauss 7%, BRI Fg:C M%) , &tMEERE (TT) A 14.7s, #E—2k
it~ Fg:Ag A 4.11g/L, Fg:AQ/FQ:C>2; MM ERER N ] (PT) 35 A4 (1368 40 Bk I i7% il ) 1]
(APTT) DL R (D-RMKk. 45 E (5D By BEIEEEE, IRKE2E TS
e R E. R CIR Hs s, JRJCE KT . BRI 45 R R SEIEE A 1) FGB 2
K125 8 ST 1433 M IR KA G>A ZR GV R, 33 Fg B 1 478 Ak AR N
% (Argd78Lys) , SlEEBEG RO E, Sl 4ed B IR R.
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JiEE B IRNTEE LN, SRR s AR, B iR 4EE A E AN 0.52g/L (Clauss
%, Bl Fg:C W) TT N 24.2s, #—PREiRR Fg:Ag  3.55¢/L, Fg:Ag/Fg:C>2; 1 PT.

APTT DARAEFabIE R . BEAA IR E R, HHMEANZ . HEE TR Rt
IEE B[ FGA £ H 2 54T 104 WAL R KA G>A &M W R, T3 Fg a %1 35 1
R NHER (Arg35His) , SIEEAF G KT, MmmL4EsE o RN,

S G A [ FGB [ .1433G>Ap.Arga78Lys Z:&il WRAFLL K SiEH B ) FGA JEH
€.104G>A:p.Arg35His 7 & SLIAR 43 Az ) 56 35 B BUR AL o

PO-101

M2 E Rk 48 B 7E R & Se i /IR i o B9 4

HRES, SR B, AR, 5 A Bl i, 2R, PO 4, FE N
HERF & iR pe

B 4R850 M2 B MR AR J5 K S L /NRIBRE (ITP) 1

TE 4y BYIR TP B3 S Bt I (HC) I 4hE i M Z 4 g (PBMC), 43747 CD68. CD163 il
5 CX3CR1. CD163 i 4uff, il M2 #f E Wk 41 i (CD68* CD163%) 5 M2 E k4l i
(CX3CR1* CD163%)Jf 4 #r A0 s MEER ik 1ITP 55 HC 1 PBMC ) CX3CR1*41ff,
CD68. CD163 iy 4ett, ikl fa M2 FEVR4I L4 1k; RT-gPCR 5 Western Blot 43
Ak 431k 5 CX3CR1Y M2 EREZHAE+ PPARY. Arg-1 HZIAKF-.

53 ITP 7 CX3CR1* CD163* M2 Ei4i i 5 CD68* CD163* M2 ff E Wzl IEAH % (r = 0.54, p <
0.01). Wi¥ksri%kJ5 CX3CRL i CD68 5 CD163 U FHM: ity 4 i b5l &3 18 in(p = 0.02). H#E
F HC, RT-gPCR /R ITP ##&H CX3CR1* M2 B4 PPARY ¥ /K I hi{E LGt 122 % 7
(p=0.19), Arg-1 F¥E/K BRI (p < 0.01); Western Blot &7~ PPARY 5 Arg-1 [f15 5R1A
KPR EE . Arg-1 s 5 ERIEAKFAE ITP 4 CX3CR1+ M2 HY B R4 g v 1) . & 18
CL

¥ SNEIMPER CX3CR1+ M2 ERE4HM B A M2 E IS4 R AU AE 5068, ITP 41 CX3CR1+
M2 BYEWRANM Arg-1 A S5 AR RE G, Ui IXE 40 M B A — 8 ) e R hRe .
M PPARY HIE3 /KPR ZE A, (NAEERA/KF ERIABZER®, $RHREIEE AT R 2 HAh
BURIETEL  Can RIS E 5 e, AR — P T,

PO-102
—BIR B mMATR A BEMHEREEMER
FARRBOIREHCEE

X, PR, Ve, TRk, T2
AT K B B S B o B

HE A EHTEI0 TR A(acquired hemophilia A, AHA) 23 K i R 2= A= $244t
— MR AT A R R TT T &

T G Al oK B A B b I s R BE WU (1 1 4] AHA R IRV ZE i B I PR 2 1R i AR
AHDESCHRARE , X i R FVID(FVI B A B . AHA FIIGRRIL. 207, seie s il K ia a7 7
ESUTNR S YSanpr

SR ZMH R B R AEOR AT A N, S0 E R A A I IE X 43 B 1ML VS iR (R (activated partial
thromboplastin time , APTT) &, &t i 7 VIE {4 (FVI:C) P A &t i Xl 7-VIFD #147) Bethesda %
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RN, BABTARM, B R REE (TR R V. 5 A
T A R TIOR3 A . 7 PR BRI PR T35 Mk T R AR BRI A, AT
SR +IE Roux-en-Y WA FA. AR BF kKA KL, RJFREHE.

Liip AHA B KBRS, FEh0 B SR E MEILIAIT R CRER LA T S35 M0H1
I JERBIIATTA.

PO-103
70 Bi=E 45 i R i IR 15 1 R I T
V ERPEAE B E R R B H K E S

U, VE R, T RS,
F A R AR I 2 e A TR i <

H B 52 im0 I PR R AR B dar S B3 Tont $RA5 P LR 1 V BRIFE (acquired factor V deficiency , AFVD)
I AT

FiE WdE 2010 4F 12 A% 2019 4 3 A HigsCil K= R P i @i S = B lia i AFVD B3 4
B, BAEHIGEARAER. S ERE. SIREE & AE. WE 151 BHEFRERREYE AFVD &
B RS R ER. BRMThRE. 1IT 7 R AE VAL, (EH SAS 8.0 AT S E T .

R KEUUET 4 ) AFVD BB EYE, SA AR R IR SL50 5 A8 A A T 4
i IV B IR 1] (activated partial thromboplastin time , APTT) Az &t IfiL i S5 i) 5] (Prothrombin time
PT)Jhmr BEILE T V iGTHE(FV:C)BRAK At L E 7 V #1147 Bethesda 5@ mHE. 3 B4
RRAYIRIT G B IUERTE R, RAREHR. 5 1 B RERTT, BbifEAU. 151 BlEH
o, Bk WER LA 2:1(100:51) , B YRR ER N (64.3219.1) &, MR EFER A
(67.3114.4)% . FLWARZHERNER LR IIFE X (p ¥>0.05) . FV:C f£4 HIMGERA Y
TC H MUE PR AL 8] ) 22 7 G 1278 X (p=0.014 2), RICGETHER o W WHTH AL 735 s R A
e I8 H I (36/118) . 7 K 9 BE (21/118) K B 73 W I (17/118) . W L5 K K &R o A N )
(62/151). F-R(39/151) J &G4 (22/151). ARIFERERIIEEREAR, 4GMFEREERRE, N
90.3%, IMEAGLERKIGEHERAL, A 68.1%. % WENEIT J7 E N KR MK (74/1151, JREHEN
71.6%). ZK[FHEE(36/151, JAM@EN 75.0%) LA BERENL(35/151, HEZN 74.3%). FV:C JdtilL
P55~ VA AEAN [R]85 100 %% 4HL IR PR 22 S e i v 2 3 3 (p 4379124 0.636 2 A1 0.769 5).

518 AFVD BURF, IRIKRRILEAMFE . BEHAEN S HRKERA K. 0I7 B NEREN
I Kb (GRhFRERILE ) PIEsy, SMIEEERZN 68.9%.

PO-104
At B w1 TT BB BRI HIHA M 328 i E F
X1 B97K 2 & B 3 H 1 254 A9 2 i

TH, B AT

SRS — R B

B A7 5B SE R0 ) St A R B AR L IR XL K, 3T JE i B &
A 1 L7 XL A L R X 3R B KF DA 5 AR R R

JrE EEUH 2017 4 08 A % 2018 4F 03 A E B EFe a7 (i /IMR <50x10%/L 1467 5 B BE ]
WEE A B E L 60 B, JRMBE B EXTHE 35 Fl. H ELISA J5ik Slke I i 5 4k ifn X -1
XU AR, BRAALT Ja & BEFM B SO s 5 R XN AR L & =5 H I FH AR OE R .

94



RAEEHFSET- DR EMBS SIEMPFEAREY 183G

GBI B BE A A R R EXIN SR KB BAR T AR R R (P <
0.001) , FXII /K5I 7M. 2 FEXI K E R FAE Y 103.9ng/ml I, 2 Wby7 G
B BE A S i R I BB 0.944, R RPERN 0.917.

S5 A7 I B BRI AUk R B I EXN KPR, HL 5 S R ™ B R S AR O A
S A IR R SRR A A I RS S R R

PO-105
15 IR M AR A GRS 4T

R, L
AL EERER 225 R B

H B PRI SRA MR A A B BRIRALEL S RIS I PRER IR IBIT RO, SR A AR .
g X 2014 % 2018 FIM bR AR F A BTG K 15 BRI PE I ACm A 38 I PR B k)it
A7 [ED 23 AT

8 15 plEET, B 36, &« 12 #l, B LWHA 1:4, RWEERN 24-87 %, PAER 41
B DU, B WUAH Mo EEIGR LI 15 BlEE T, 6 Bl(40%) M ISR, A7 )h
3 M, BERZEEER 2 f], MERGEEMIE 1 4], Hi 9 #] (60%) NFFAME. B G
PT IE%, APTT %K, APTT {H7E 59.8-119.5s 2 [i], 7%y 93.6s; APTT 4|IEilI RiEK 1
APTT AREHE IER MK A IE; Frf gt VI (FVID 364 (FVIC) ¥ EE R, N T
0.2%-3.2%; T A3 S A I 2%t ML P8 VI (FVID #0640, M$PiEfE 4.4-131.2BU 28, H
93% (14/15) N EMSY) (>5BU) 5 14 HI43E BE N B LA R 2 &5ik4iY (PCC) K
M35 2k a5 3454, PCC FH &y 43761 #fr, 14 BIZIA BE I TR USRS
WSk, b 5 BN 7RIS BHUE T N R MG T s PV 4035 R [a]) 21-72
K, ¥y 31.6 K.

20 LAHA R ERME, B ki, LW E2 T B0, (T mT kmn;

2. MR F BRI B ML, Bk FERNIAH 2 0 SEI S SRR APTT 2K,
FVI:C e I RIS 21 FVITFN S, {2 FVID 92030 52 (04 iR 55 H o™ e 7 5 T I S A e

3 FBBANGIT N E L LR YT, Wl TSR IS A e s B PV S i — 2kyayT, Rl
FABUE T — 2R T BRI —RIRTT .

PO-106
FRUETHRERHRESE VETFRZRMBEK
FRE PR R EAE 1 BIH TRk Bl

FTESE 1k IR 5 2, AN L RN L AR L Ak %
LABIN K2 ER — PR BB
2 BE 5T IE P E N R EEFE

B s ) 408 S SCERIE 2T, BRI 22 A P R S8 R R LB b e o B SR IR S R b . IR ER
BURGRTT T %

TitE RE R B OE 2 VB R AR V B 1 B, PR IR IR R R R ST
FE, FEXTBESEPIR AT SCRRE 2T

SR BFEU eI LAR, MEMALT 1 RVERAR, YHRZHNATT G5 N E S MRk 2,
N2 1153 0Ek LTINS/ I S 2 S e N1 AN O 2/ 31 RS [ e o = N VA P
TIETER AR, IS MARIR, S5 G seiesfatn. WARRIM, J5 e RUERE I A 15k = & HAh )R

95



RAEEHFSET- DR EMBS SIEMPFEAREY B35

R IT SRS MR N TSR = 2505, 2825 i8O8 2 R MR BB TR 4 R D UR I5 FT SRS V DTk
Zo TR MBI R MRS, 2 R B VKR T I R R A R R LR S I T U e
PEERE A BN, HEI 51 TG AT RGN, IS N

g ZRVEEMRAEREN V BTSRRI, HHUHA R, 2O I ER AT RS v
I IE AR, ERRIEAOW R ZEA Rt 1677 R /5 9 R R LR S

PO-107

mEZ*EBERBREEFEE TSR

HIHESS
e RHROR 2 R 2 27 B s P A 2 e

B 1A I ACH: 3 SR I AR JR R, TR AR IR 5, Ik B 2 FR FE 1) H )

Tiik NHVEEIE H VPR SAS Rl A £ R8I R 70 Wi 3o 50 91 i A0 6 2 2 Jm kA7 i
R MO B E R R BT AT EEIE 0 & T U5 (p<0.05 A 4tit 2R

S50 A B A B I 2e 5 R S S 0 BE T TR RE A i i X K AR RS 4
fie 1t B Cofi RREAT B 2R

PO-108
rhTPO XA R A NIGTr &% /MEa R A M/ MR
AATER IR E TR

Wi e s LAk 5 5 R 2 A5TET 3 SRR 4, SRR 4 TE A R 5, AL O, Te et ©
LA S R e 5 — DR
2 LR E AN B R
3. RN B AR e 5 e 55 s 2 o
A RN R TICAE S R e 55 DY 5 2 v o L YR
5. H RN B AR S 5 e 5 /N 5 2 v L
6. b5t R 58 = BE e M iR

HE 5 & Sk 1 NROBD i (primary immune thrombocytopenia, ITP)J& —Fi3k731% 1 & 4 ik
I EGR « F B MR AR B AR N R R MR R R R B AR A, — FOR A E A
fa A fr . ARG S F R R A B R E AN M/ MR R (rhTPO) $&FH /MR IR I PR
7

H¥E AR ITP BRI & R SRR B AT R, ik 1TP MG Rkt
R, LA B LR - G 2 H R 6", Tk X TPO/MPL il 415 5 B % B A W
FEVE AR AL & =0 SRS 00 o B m e AN, IR AR I IR B U5 AR DA B 258K &
rhTPO JRJT ITP IR, BT LARkiE.

SR RHAAN 16 ] ITP B3, HATEHMAIGIAN SLREE . SLU6 = M H AR 18 28 ) S s A
A, s, R 21-84 %, T 55 % Sk 7 1, otk 9l M, 8 BIREKRIMEE, 6
BIMENR, 2 G102 . AHBEY, 6 FIEERAENH rhTPOIRYT, HAMNEESE ITP —4&. —4&
BT R, T SAEM AR, 4k (14/16) EaE /MRS 50x109/L LR, Hr 8
BI/NF 30x10%L (£ 1) . AMHHBHEWERZ thTPO A& R & AR T RiG97 (rhTPO 300U/kg/
K, 14 K, HZEFFHNA 10mg /ME, 3t 30 KD, FEMETIRITE—H W /MO SR (A
1 . HZAETBNE SR, A B BRI A K MR 20318 8] 50x109L LA b, HAEST
15 KJ5, 11 Flif/MitoEid 100x10%/L, 5 filif/hiit#0h (70-100) x10%/L, JuH: 6 L
iR rhTPO RIT B H, EHEZ AN E T RIGIT 5 M/ B BGEIT ii A 3 2 &5k

96



RAEEHFSET- DR EMBS SIEMPFEAREY 183G

(P=0.02) . [ rhTPO Z#im(s I kS ik H 74N — A, /MR Sn & faE, 24
BEDMRFELEREEEAN R1, KD

5% L RImARWEHT TN AR, S m R ] R R A E L SR A (B PhIE rhTPO Fhifi /s
WAEFH o AR5 8T i S R HASE R I PRI 36 I BAIGAIE , R BEAT A A A1 S 06 PR R FL A U1 10 73 7L
il o

PO-109
HEERFREFRB M NERRD SN ER Meta 547

B 123, BEHERR 128 IR 123 R R 128, Al 123, i 123
LIRIN R R 2R — BB
2. L7548 MR 55
3. A A Ak g FE A SR

BB W70 eF 4 8 (A R AE RO SR ERVE IS kil (DIC) BF W h IR IR L, IR LT 42 A JExt
DIC K2 e 54 1A

¥k KR E A AR L PubMed. Embase. Web of Science. Cochrane Library. [ %]
W F A A SCRR B P KA 4E B )RS DIC A RHIe WA, MR AR ES 2019
2 Ho XCHRIERRUETF TN S5HER, #H Meta-Discl.4 X5 G a0 AARUE I SCHRR F i =
P KBRS AT Meta 704, THENATE ARG IFBUREE . FemBE. PHEERSREL . BIPERIAR
bt & 95% B EIX 1], LR 2k TAERHERT I B 48 T AR Q *8%, A4t E R
JKF5EF DIC 2 W Rkt -

R AWFRERAN 7 FCHk. BT R RER, F4EEARNEIBURE 0.65(95%Cl
0.58-0.71) , &I RN 0.75(95%Cl 0.71-0.78), & IFBHIEMISREE N 0.73(95%CI 2.29-3.25),

A HPEMISR EE A 0.48(95%CI1 0.38-0.6), It 52k # L /F 45 1E (SROC) i £k T 1 A1 (AUC) Iy
0.7771, Q*¥8%~ 0.7161.

W 4R AR DIC iz B EENME, 5T DIC iR I2 R RIRIZ W HIK, BARITH
ZWiRiEe, LA DIC 1RUEFRIZWiTabR . HEFTENG IR LA AR 4 5 2 B sl A /KP4 B DIC
Wiz, BT, MREEZERE. 240 KERRISCT A48 A R DIC B2 W1 FYE I 7
Skt e FAZ Wi i .

PO-110

M7 N EE-1 B EHEXMAE Y
M Em % mEEPRMERAR

i 123 e 128, REHERE 123, iy 123
LIFIN R B S 2 — = e
2. L7548 LRI FE BT
3. PA AR AR 5 b il SRS

HE AR E R (TA-TMA) &3 T 40 B B AR ™ 5 f iR F AORE . A mALE] H
AR, BRI N, HRWE SHMABLSER C5b-9 (JEXHE &Y MAC) FrEtifIm 52
P . MM INARE (HO-1) AW hnsMA W 15 8 (A = B IER T (DAF) HIAER; HIE
TA-TMA ARG . AR TA-TMA BEIME T HO-1 /K, 230 H 5 MEF T A ¢
.

FiE ARFFNEE T 2011 4 6 A% 2016 4 12 A T KZME S — B2 15 4 TA-TMA &
HAE, 15 ABEYPUE T (GVHD) . 15 Z R 5 YL g UL 15 AR G T ROE
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AR 15 ARSI MK AE R HO-1 IR BRI IR, L& 15 sl ik ke Sk O U A &
FIMRAENBA R IR .l i ELISA Rl o5 Ao B K HO-1 . H TA-TMA HE3% I 2R 0
HNFEIKAN 40 (HUVECS) 1E RSN TA-TMA g, Fvibifk DAF &iME C3 itk
Fric, Al HUVEC 4 DAF Rk, /0 4Mk C3 K5

R (D) i 15 4 TA-TMA B3 HO-1 WK 5T RAERIBATER BB A4LAH L, TA-TMA
BHH HO-1 /K REC. HABRAE G I ROE AL IR 5 b e gi it . SO AT o 5
REEEE AL, HO-1IRFEEREAK, R BHMEXT I

(2) H TA-TMA I3 E HUVECs 51E% AR & JEAHEL, HUVEC i DAF /b, *Mg C3
FhpE £ .

2% (L TA-TMA B MK S E MR B F M, HO-1 IRERE; #UEH HO-1 KF
Al T8 SRR TA-TMA 217

(2) TA-TMA B35 ML H HUVECS J&, DAF kb, #MAk C3 Kl £ .

PO-111
ET 285 SIR0E M F 4R AR X I HUR R B A2 57 -
— 51 [E] A 8 Fp i I 2 R A5 456 51 Y (=] A 5047 B2 AR R 42 3R

R 123 ik 123 AT 123 s 123
L3N R M e 26— BE B

2. L7548 LRI FE BT
3. AR A Ak g FE A SR
HE W5 G20 A R ¢ th A R A A™ B ROE . B, H ATXT R TS

RH AT AR A

Fik FRAEE XS 2004 4F 5 H & 2012 4 4 A ARHOESZIE T 4IBR R AE 1 710 B0 s i
HAT T B HT e AT T M EE g SRR DL IR IT AR AR B AR AR 45 R e . R4 18
IR AR R LIRS, FEEEH HMirs . RS MR R MG 1000 #1527
FEA, R 2 K2 & =402 logistic [FIVAHE T IH5

g8 mid ot 711 BPEE, BATRIL 3 ELLEH MR A, HREBUR AR BRI BT
(log-rank p<0.0001) . FHEEH M S5IERKIET: (NRM) BEMK, (HE PFS k. Hin%
LA BRIN, BEBIR S EARALER (0S) LK NRM i) AUC B . 38 o I 8] 4 6t ) 2ok 7 B
179081, £ 24 DAL, AUC %t OS Al NRM [T R4 B B4R . Fedi T3k — 256 e i S g g
SEAMERR IR T RIRERSE R, AR 5 MNRUE R AR E, AAETER. R RER. JRE
WA H . GVHD gLl R8s B fifh i, @577 SLUGO ¥4y, Bt A%, RIFLHAE
T AL 400 WL Hasbled. Hemorr2 AT mobri 3% =ANPEJp it Hi L =25 B 3 .

GES WL N BB S IAETI R, SLUGO R4 Fefs 48 S PR I A= 6t I A E AT 4R 50 T
.
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PO-112
MDS ## SF3B1 REMIGEKFHER BB XA :
—Ii Meta 5347

REFRESS: 123, 5T 123, BACHK 123, B 123
195 MK 2 B 57— P B
2.1 3544 LY 2
3. TR AL 5 11 2 3

HE SF3B1 RAFE MDS i WAEHE = 78 2 —, SRMHAE MDS H W HilG B WA s 2 4
Wo N, TATEHAT I Meta 41, BIEERZ SF3B1 RAZ/E MDS H Il ARRFAE & TS & .
T WAMGER T 764 FSCHk, ik 15 TR 7L (3t 3568 fl ) GINHT. Horh 25 Ut 5 5 1
#¥h 36-533 5, SF3B1 RAFLLHI N 7.0-62.1%, 14 TiFFFTH MDS %I WHO Frde4r 2, 5 1 1
HIFFC 53 BRSO AR He it

LR MLILRBEAMER MDS B3, SF3BL RAMHMEZAEFE (0S) KILEXKLL (HR) A 0.9
(95% CI 0.60-1.35, 1°=87%, P=0.61) , LHWiEAREL (HR 0.26, 95% Cl 0.11-0.62, 1>=0%,
P=0.002) , WiHBELHEAFERLHEZR (HR 1.9, 95% CI 0.94-3.8, 12=0%, P=0.07) . ¥
Mo BRI AREE (HR 1.64, 95% Cl 1.02-2.64, 12=47%, P=0.04) X lllumina HiSeq 2000 [
M54 (HR 0.36, 95% Cl 0.28-0.48, 12=0%, P < 0.000) 5 OS & #F M *%.

AN, SF3B1 A% M3 i il I 4 40 A /K P8 (MD -1.03, 95% CI -1.50- -0.56, 12=0%, P <
0.000) , I/’ (MD 82.11, 95% CI 53.81-110.41, 12=0%, P < 0.000) % & BE¥F ki 4h4n it
¥ (MD 16.34, 95% CI 10.93-21.74, 12=0%, P < 0.000) &, i A4iffiit%k (MD 0.63, 95% ClI
-0.21-1.47, 12=7%, P=0.14) . IM4&EH/KF (MD -5.5, 95% CI-12.01-1.00, 12=97%, P=0.1) |
SRABAMER B B2 R . SF3B1 RAHE IPSS K E S HL (OR 2.81, 95% CI 1.78—
4.42, 12=33%, P < 0.000 ; OR 0.29, 95% CI 0.17-0.51, 12=39%, P < 0.000) , &t 5iZRE%H
PIF%E (MD 6.15, 95% Cl 1.62—-10.67, 12=72%, P=0.008) .

2 FiRgE RN SF3BL RAFEH MM SR S N MDS Hp—AMRRR AL, 17 % AR X
MDS TiilJ& TG i 35 52

PO-113
EAEIRTTE N TR S a3 bk i E AR T
RZZMS: RGN meta 547

WANAEE 123 5T 123, i s 123 0k 128 fr ik 123, i 123
LIRIN R R 2R — BB
2. VLIRAE ML HRE 7E BT
3. PA AR AR 5 b il SRS

B L e —— Pl 58 B RPN 36 97 i ik P 20 T 32 R P 245 2 4F (VOD/S0S)

258, SR KO IR RoR, ZZA I A et Z R IR K. AR B RS20 L4 E
ST G VOD ##1) 100d 477 % (D+100 SR) . AL M%E (CR) DIAARIFEM (21 AE) .

HEARHM (SAES) K MR AEZE,

HiE KE 1990 4F 1 H A 2019 4E 1 H, PubMed #1 Embase ##FE iifg < T L4 AT G
VOD W7 8 % AT S . BIBRMI SR . BIHRIE . shsesh. xF 1k B H— B R
BB, AN 16 kS, it 3002 & . NN NSRS D+100 SR.

CR. 21 AE. HiIfi®. SAEs, [ MNHATHSHTK meta [FH5Hr 5 PERE, JFE. Begg's
. Egger's Ze kRN A A R ARy, SR RSB 23 B e 25 46 4 R RS e Pk o
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L8 VoD H#E & JFH D+100 SR . CR =1 AE. Hiffl. SAEs HIRAEZ 51 58% (95% CI:
54%-62%), 57% (95% Cl: 45%-68%), 65% (95% Cl: 54%-75%), 16% (95% CI: 5%-27%), 53%
(95% Cl: 51%-55%); ¥ VOD H# (sVOD) 4l A 44% (95% Cl: 39%-48%), 39% (95% CI:
28%-50%), 88% (95% Cl: 71%-100%), 42% (95% Cl: 30%-55%), 58% (95% CI: 52%-64%). !
I % v L 2 o LIS R A

W SHxtEME, A ERRE VOD/SVOD ## D+100 SR /& CR, HAMEINA B FH/F
RAR, REERSHNELIGIT VODISVOD J7 U 24 2 4 M At e AT PPt . R 1, A
T VOD KAEFRML, HAZZ SR, ARLEZESHraNB T CARIBERR 58 3, woikfa e DLk
. BRIL, RRFTEN L2 RTHEVERE FORAE AL HIT RO 2 a1k

PO-114
Misdiagnosis of T large lymphocytic leukemia:
report of 2 cases with literature review

jianping liu,Hu Zhou
Henan Cancer Hospital

Objective T-cell large granular lymphocytic leukemia (T-LGLL) is an uncommon disease caused
by clonal proliferation of T lymphocyte. ,the clinical diagnosis is based on the T-LGLL diagnostic
criteria established by Sokol and Loughran TP. Because of its relatively indolent clinical behavior
and the hidden clinical manifestations, we often misdiagnose other diseases. Here we present
two cases of misdiagnosis as immune platelet syndrome. After treatment, due to poor treatment,
we successfully diagnosed T-LGLL after comprehensive examination.

Methods T-cell large granular lymphocytic leukemia (T-LGLL) is a relatively rare disease of T
lymphocyte expansion,which is characterized by an invasive or aggressive hematological tumor.
85% of patients with T-LGLL have neutropenia,and anemia and thrombocytopenia are rare.
Foreign reports are common with autoimmune diseases such as rheumatoid arthritis (RA),but
they are not clinically specific,and the disease develops slowly. Hidden process,often missed
diagnosis and misdiagnosis. The diagnosis and treatment of T-granulocyte lymphocytic
leukemia,which was misdiagnosed as immune thrombocytopenia at the time of initial diagnosis,is
reported below.

Results In T-LGLL,splenomegaly was seen in two-thirds of patients,but it was not confirmed by
imaging in both cases. Lymph node enlargement is very rare. Lymphocytes often increase,and
85% of patients have neutropenia at some point in the course of the disease,of which 50% are
more severe (<0.5x1079/L). Anemia and thrombocytopenia are seen in approximately 50% and
20% of patients,respectively. Many autoimmune diseases may be associated with this disease.
Some patients can detect rheumatoid factor and antinuclear antibodies,as well as records of
hypergammaglobulinemia and hypogammaglobulinemia. In these two cases,There is no obvious
clinical manifestation of T-LGLL,and thrombocytopenia is extremely rare in this disease. It is
suspected to be an autoimmune phenomenon,so antibodies against platelet autoantigens can be
produced.

Conclusions The patient developed neutropenia in our hospital. Although we did not suspect T-
LGLL,we believe that it is a reasonable diagnosis for a large number of hormones combined with
infection. Because of the treatment in our hospital,we did not give hormone therapy in the later
stage,which is also a reason why lymphocytes gradually increase and T-LGLL gradually shows.

In terms of treatment, T-LGLL mortality is generally low,mostly due to secondary infection,L-LGLL
treatment indications: 1. obvious anemia symptoms and / or blood transfusion dependence; 2.
with neutral particles Cyto-reduction-related recurrent infection,neutrophil deficiency (<
0.5x109/L); 3. severe thrombocytopenia (<50x109/L); 4. Systemic symptoms or
splenomegaly,with need for treatment Autoimmune disease. Moreover,T-LGLL does not have a
standard treatment regimen,and the purpose of treatment is not to eliminate the clonal
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proliferation of large granular lymphocytes,but to treat the complications of T-LGLL and achieve
hematological improvement. However,immunosuppressants are still the basis for the treatment of
T-LGLL,and our protocol for patients is currently our usual protocol.

PO-115
pDC/mDC 5 Th1/Th2 AR HEXMEEF. HEREFERL
SR MM RR A BE P ROFAE 5R

FITEFH AL
B IE RN UV

HE 24 R & S s P i Ms /e (Primary immunethrombocytopenia ITP) 3 ki 28R40 i
WHELLHS ThUTh2 4 f HAHSCH MR s N1 IR0 e i A OGOG &, AR HAE
ITP &AL IER .

FE RS TP &5 35 FlAMg FEfAks 2 20 6, A A B A 2 J A I 40 JE M BERE R SR 4H
fii (mDC) . FKAEMZORAIM (pDC) « Thl 4. Th2 40/ 540 s MZAn i L), R A Bk
Ga P PR EE (ELISA) A& A0 iy = 1IL-12. IFN-y. IL-4 [{7K°F, N RT-PCR A& &b & 1
IL-12p40mRNA. IL-12p35mRNA. T-betmRNA. GATA-3mRNA &%,

R O5IEFEXRAM, 1ITP &35 Thl 40t s (P<0.05) , Th2 4iftb#] i (P<
0.05) , pDC #/> (P=0.004) , mDC TH RN (P>0.05) . @5IEHATRAMLL, TP E&
IL-12. IFN-y /K°FFtHE (P=0.000,P=0.025) ,IL-4 /KF[4fK (P=0.028) ,T-betmRNA FEik &I+
(P<0.05) ,GATA-3 KiLE[£{L (P<0.05) . @Pearson tHxME 0 iER: @©pDC/MDC tfls
Th1/Th2 b % & 4 M % (r=-0.462,P=0.0112); @ IL-12 5 Ifl /N #% it $ 2 M 5% Cr=-
0.572,P=0.002) ; IFN-y Sifi/MRITECE A (r=-0.531,P=0.004) ; ®T-bet MRNA KiL/KF
5 IL-12 A1 IFN-y /K2 B FE 2 IEMX (r=0.618. 0.634, ¥ P<0.05) ; T-bet mRNA 5
pDC/mDC Lt ik A\ 2 11 AH 5% (r=-0.379,P=0.003) -

0 ITP K5 1T e 55 06 SIR A i SV 0 % iy S L 73w (1) EE B4 M (R IL-12 382 K RfE sk R 7 T-
bet MRNA £k /K P15 . GATA-3MRNA ik /K P B %

PO-116

/R A R A MM E 1ITP BEPRRIER AR

WP /NG, s ST X AR, RSB R MR
PR R 5 R i

HE o #rii/Mpiik (Platelet Antibody) K& MZUiL/MR (Reticulated Platelet, RP) 7 J5 /& fu
PE /MR D (Primary Immune thrombocytopenia, ITP) o (B3 K £k, AR 2 Wi e T
JE SRS .

& [FEE AT 2018 4F 3 A RBEELZH ITP B, Al il /MR & M ZUf /N, - 43 Hr 2R/
B LN B AR D s 43 i) e 6 I /NS AR B 1 2E 2 B I 2R YR 9797 3 % TS, AT B 2
AT

ZR 1WA /MRS /MR AR, ZREgIER L (p<0.05) ; 2.5 41T i
PlalgA. PlalgG. PlaigM. GPIlb/llla. GPIb/IV BH 20 55 B 1 21 56 4 S SR 8] 58 4 I SRR
5, ZRTLEqiH5E L (p>0.05) ; 3AEEKFI M, PlaigM. GPIlIb/llla BH M4 & T HIE
H, ERAgIIFEEN (p<0.05) .

S5 LGN AT BSOS IR A Bt L, 5 iRV O R AF SR e, wTHERE N A Il
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PR 2 MR ITP (K2 W, BUR kdg SRR 250 — RS

PO-117

A ) Ak 3o A8 4 o B LR T 1 PR X A2 RS R TR 4 R B A

R 12 0 2 B 2 2, £ ERH 2 IR 2,28 2, WA 2
1R IR R R B
2. ZEPNR A R B

H R A EZB =) DT AR BE I A PE R (MPND 835 1A% T 13 0 T80 4 i R 0 A 36 v 92 T D X
I o

FH¥E 2011 4F 1 A% 2018 4 1 H TIHFEH2 2 M BE g G s B3 125 6, WSS A fa fe
53151 FH BYCAN {5 FH e =) DC AR 575 LA TR S IR % 3 A 38 35802 T ol UG o

HR

250 {5l MPN B, JRAR MM/ MM ZAE S 59.2% (148 ) , FEMEAYME Z5E 5 32% (80
B, JERMEETEA 4] 0.8% (22 #1) . =fe MPN 3 56% (140 ) , H1{&f&E MPN &3
44% (110 %) . 5 R & JCARTRPT e 5 85.6% (214 f51) , HdmE G 128 ], ke TF p
5 6.5% (14 #) , WiLERHEREE 7.5% (16 #) , F{LGEHEE 86 i, MR EE S
1.4% (341 , JHALEBEFHEEE 7% (15 6]) o KA FE LA TG B & 14.4%(36 )+,

mfEEE 12 6, AR REE S 19.4% (7 %D , HHETZENREE 13.9% (5 6 , KA
BF 244, MARREE S 2.8% (16D , JHLERZENEE 27.8% (1061 .

0 P A ULARREPEAI =i MPN B AR T BSOS, 7EHIRSE MPN A, B =] DCAR AN BE IR A%
TERARS, SN 1 A E 57 R AR

PO-118

T EFERMBRFFEERM AR A BILRATTHRR

EIIAVR TS
P B — B MRt

B B 28 R 20T T BOW 2 5 R i A0 A BB LA RIS TR 697 197 20 2% 5+

FiE ARG 38 BIEA M AR A B3, HAMEFIETPGIT 13 41 (FVII 10iu/kg) , HE5E7)
=EPEIT 8 11 (FVII 15-20iu/kg) , FrfEFIEFYIEIT 7 4] (FVII 25-40iu/kg) FiZTHEIT 10
B R Sk B S 2). BETT 1 4F, 0B AR k. SEOCT ARt k. ST A b
Iy~ KTTTHEEVE Sy IdItE oL, IR LB AN T AR PR AT Ge it 4T, P<0.05 B Sl 2
X

SRR TR IR YT AR H I B S G AR H I kB 5D FRRIE A (P<0.05) , AR AL
TG fIE4 (P=0.001,0.036)  frdEAEAR T H5EFELA (P=0.006, 0.001) . f7EXTi45/A8L
DT, F T V53 1 M B 2 v TR & 2 R H S 7R 2 4H.(P<0.05), KGRI R4S R & = AL A TR 4
M ZER (P>0.05) . frEflEH 5 NAR LEHE FREEA . EXRWTIREMTTm, %FERT
M. ARFIEAH . PEFEAN HIHS BB NG, %567 g nE R TR, b
FIEWBGETH (P<0.05) » FHEFIEAMTIEAEL (P=0.003) . FrdEAEH HIHS L5481k
UG, AN LA 8 R P& 345(P=0.026). Firfs b7 1Al JC 3 7 A4 .

28 PV IT BE T AT TR D i R (B TG e SR DS Th R T, AN &
TR 69T 2 BAIAEE A IR R 22 575 AT PR Ay Bt A PR 7 VI S 238 n ik ) & 2k 2
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PO-119

FZEFBRRaTRESYMER A —H6l
B3
FEMREE 25t Bt
H B PRI F 28 BB TIR I R4S 1 A9 F 97 33 Bt
HiE X 1 BB RV TT R R IS A A B F R 25 2 h1 (100mg/J& X8 i)
J& AR 5E B AR BB AT 1Bl i o B
LR 1 B 45 Z R E B R D AR ML X R EE 5 HEtie, 12 Al A -FVIE sh N
14.4%, APTT ZIEikES APTTS52.3S, &¢I K F-VIHN 6|40 58 HEAS I . BHE, & i PR3- VIF 1) 47 g
HEM: 2.5BU; ZWiERISHEIAR A. THE R RS A 2067 207 J5 St D5 7 VIV S 3 7 47
T 20%, %Eﬁzﬂ%ﬂ”ﬂﬁ? (100mg/fE X8 J&) J5 APTT Skl K FVIVE 30 fE k&R IE s, 1525 3
HIGEE APTT Kt i K7 VI 3h B E 1L Y B, ek it DR -7V ) 420 i o B 42, P At 7 R ¢
Eoesy
g5 BE R TR S e B R R IR T RIS M AR ) — ER IR T R, X RIA T TR AU B SR
B2 HIROR R, (ER PR RIRES DL — 2BV 7 KU

J = B

PO-120
The total flavonoids of Herba Sarcandrae inhibit
mitochondria pathway mediated-platelet
apoptosis via the PI3BK/AKT pathway in
immunological bone marrow failure

Lemin Xia,Heping Yu
Jing' an District Centre Hospital of Shanghai

Objective The purpose of the present study aimed at decoding the underlying mechanism of
Herba Sarcandrae that indicated anti-purpura, and unveiling one of its primary components-
flavonoids in which plays an important role.

Methods Forty mice were randomly divided into 4 groups with 10 mice in each group: the control
group, immunological bone marrow failure (BMF) group, BMF + total flavonoids of Herba
Sarcandrae (flavone) group and BMF + cyclosporine A (CSA) group. The control mice did not
receive any operation. Mice in the flavone group were intragastrically administered with 0.2 g/kg
total flavonoids daily after BMF for 3 consecutive days. Mice in CSA group intragastrically
administered with 0.027 g/kg cyclosporine daily after BMF for 3 consecutive days, as the positive
control. On the third day of the experiment, the mice were injected with 10 % hydrochloride 0.005
ml/g for anesthesia. Blood samples were collected from the caudal venous plexus for the blood
routine test and the preparation of the washed platelets for protein and RNA extraction. The
number of platelets was measured by flow cytometer. The protein and RNA expression were
detected by Western blotting and RT-PCR, respectively.

Results We found the total flavonoids of Herba Sarcandrae, the main effective ingredient of
Herba Sarcandrae, could increase the number of platelets and decrease the expression of Bax,
Bad, Bid and Caspase-9 in immunological bone marrow failure, indicating the inhibition of
mitochondrial pathway-mediated apoptosis. Moreover, we found that the protein and mRNA
expression, as well as the phosphorylated levels of PI3K and AKT were increased significantly by
the total flavonoid of Herba Sarcandrae, suggesting the activation of PI3K/AKT pathway.
Inhibition of PIBK/AKT pathway by LY294002 antagonized the effects of total flavonoid of Herba
Sarcandrae on platelet counts and mitochondrial pathway-mediated apoptosis.
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Conclusions Taken together, we demonstrate that the total flavonoids of Herba Sarcandrae
inhibit mitochondria pathway mediated-platelet apoptosis via the PI3K/AKT pathway in
immunological bone marrow failure, exploring the possible regulatory mechanism of traditional
Chinese medicine in the treatment of thrombocytopenia induced by bone marrow failure.

PO-121
13 BlJLEM AR A & MHIHH R EWH 215 FRTT
I A—

BB XA AR A FERINEIYE LI RIEN 25T ATD 1897 7 R R ST [
B, NARRIMAIR A FFRAMEIY )L ITUIG ST £ B LR R w47 10 07 RAR UK E .

ek [mEPES>HT R )5 BE R ) LR 2014.9.1-2019.2.28 W) 3:52 S 2% -5 (T JAIT Y 13 5195 4
Tkl BFE: AR A DAL RSN SR RAEMSIYINTE E LA i, R A IIHI Y ET
BT HIYie B D SRR R B2 T WY I B R KRB ETTA 1T A Rg
i) TR ITHRITE R ITHRIT TR (ERIT TR 4-6 BFIEX oE. . (&, 53
B E S 25-50u/kg, qod; EFJEE X N: 200u/kg.d, qd; FFfE: 100u/kg.d qd; fEFIE:

25-25kg/d, qod) ; ITIRIFHS (A,

LR 13 FLEIM AR A FEMEIYESZ 1T mpd, EA 9 i (69.23%) , HaH 4 f
(30.77%) , TEAFEE. FEAEMBYR AL 58 (9-115) H. Mo (EAD (A
R . BB SWHYRAERER TN (P=0.192, P=0.227) ; {#HEAEIRITHE 3 #l
(23.08%) , HFIEHTE 4 ] (30.77%) ; KFEHTE 6 ] (46.15%) ; HHEIPFEH 8 Hi
(61.54%) ; ITI FFeEEFHMHPALAITIE] 4.25 H (1-34 A) o ZBEVIR S5 R ALY 5 1
(38.46%) , " iipfviItA] 4.5 H (3-25 A) . Bc&ED IR 4 #1, b 2 BIHHIEEE, 2
) 22 BE U7 IR N B M . R R Bl R B T RS AR R O S 0 &6 R A Ok
(P=0.587) . RIFNHIPIETFE \TI (RS I0HE 85 R MO, (R PEs A 20 % B
Wi (T [RIB@ I TR A4 10.93 H MW RESE 4L R BUMHI 2 1T (R BR A (A48 39.2 H,

p=0.009) . ML/ EFF4E 1T Z3HIY0H 2K T 10BU/mI oA (P=0.29) . |4
gt J5y 5 M ) D3 SE S B R 1T VAT I IS EE AH 9% (P=0.01, P=0.004) .

W AT ITIRIT, I R KT R USRI S 2 10BU/mI FHGE ITI A BE 20 1T Y
IOEIEE B R, AR BUANEI Y G R FBT T I8, ST iR R B . A D s i
Ko TR i FE P U P b s, SR M P RE L FE M mT RE I K.

PO-122
T 4 SEAER HSCT /54 i/ R
b B E B AP ThEEFPERIHLEIFA R

i 123 AT 123 W 123, s 128 ek 128, a2, i 123
LIRIN R R 2R — BBt
2. VLIRA8 ML 7 BT
3. A A Ak g F A SR

B 3& T4 AR A 5 RSP R (HSCT-PT) 2SS R W IF ACRE, 7™ B R £ Tl

Ja, HRIRHLEIM AR 5 4 . BEAE IR RITF FCUESEH a4y (Decitabine, DAC)fE 3% $2/5 HSCT-
PT EAZY0M 1R K. BT B EIRZR DAC £E HSCT-PT JE 2 HE M/ MR 5 BB LH]
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ik s 18 g EALE 586 L%, 20 I HSCT Ja I /MR BB 2 1E % B 54 1%, 22 il HSCT-
PT &% DAC (156mg/m2x3d) JRIT Al G B #E LG, S51E% RIER BN L R 77 5 10 EAZ 40
Pilk. RHNESL DAC (10nM) « Il CD34+i I 41 il 1) EAZ 40 i o AL LS 3Rk &R, 320Gl
ERAEtbf (CD41+40fu%iE) « £ 654Kk (4N bWl M EAZY M= BE o . FR, fg
HSCT B sh Py, AEREI5 DAC Ja W2 i /N Mk &2 A5 10

LB HSCT-PT &3 BRI/ PR G /MR E# R i (GGF) 41 (13.5 + 2.53% vs
2.20 + 1.24%, p<0.05) MIE#XTHE (HD) 41 (13.5% * vs 1.98% + 1.76%, p<0.05) #EF+5,
M GGF 415 HD AL B 41t 2% R (2.20 + 1.24% vs 1.98% + 1.76%, P>0.05) . DAC J&JT
Ji HSCT-PT H3& EMZ MR /K FHRT % (p<0.05) . &4 E =405 S 9 ek 29 n
DAC (10nM) ®] B ERE EZY MK & B#h (54N Eefil, 61.16 + 3.74% vs 38.19 + 4.58%,
p<0.05) , TEZAMtLs] (CDAL+4HED TSiit2-ER. £ HSCT BiEshWAIF, DAC [
e R R A I/ INAR P R A5 T 56 P 40 PR 0% I 40 B 1 PR R TE RS I

& DAC & HSCT-PT &3 s /EH T EAZ 4Tk py = F E AL AN & & L, AT
£ HSCT-PT & I/ MR IR E .

PO-123
HMAESNZ RE R LR FRRER
5 IRE KB HRE L IZE A K

LR T
SN KEE

HE) b tRBNEK AR R I 5 O B SO UATE FE T o Y58 14 5 A0 S5 95 3 7™ B e S N i
R, FHRSWAA G TT /2 00 TS AR AR 0SS . 32 2 (ubiquitin, UB) & 5 BEAR ST /N1
EE, AN EEN P2 R-EO AR EMAIIRE; BRI P A AR R R 3R
Z PP BRI L R o] WK B i TRy, R TR S ) AN M AA T AE o A AL B AEER T e O
J#i(coronary heart disease,CHD) &% Il HiZ K FE RS J 0 Ty, FFatk— AR 70 H 5 70
V27 A s L 155 7 B A P A I R ANEL
¥ 2018.12-2019.3 iR F 75 M T LR B iE SR L An A 127 ], o 67 151 48 el ik id 5 B
S W N gE O, 60 il A IE W MR R A s WA B E O DT B AH QI IR BEORL R DU I % R
TG,TC,HDL,LDL,WBC, CRP,GLU,CK-MB,cTnl,SDF-1a fl UB f{ikf&; spearman #H3<43#T UB 5
Gensini VP47 K EIRKIERAE M, ROC HiZk 4t UB 2 Wiet o Rl Pk et ik £ AE R I R AN
.
R EORERF M UB IERET S (P<0.001) , H UAP il AMI BE ik e T
SAP ## (P<0.05) ; CHD ## I+ UB KES Gensini ?4r. CRP. CK-MB. cTnl ¥ 1E
FHOCME, $78 UB 55 M™ BHAZ AL IEAHSG; UB 12 CHD Al ACS 1) ROC #iZk T #4474 0.711
(95%Cl, 0.623-0.799) F1 0.778 (95%CI, 0.666-0.890) , P {i¥y/NT 0.0001. I3 SDF-la
WREAE CHD B b BT 5, IR ERH S5MM™EREA MM HEAS uB BAMIER
RSS2, (HAE IR NAER R A R Bor S UB RS A AH G .
58 CHD B Mk UB W% 235 T HA5 i REmE Ak S I e B REFE IEAH G, B R 2 W CHD
K ACS MIlEARME, CHD B3I+ UB IREE AR T LU s 3 i3k R fR i, 00 o 1L 45 s 6
PR .
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PO-124
BRRBTSM B Xk NRIMEF VI
7E SD X ADSCs g3k

K 3, FR T
LB TR A2 R B2 e

HE ¥ —2 B Xk AL TVI Chuman B-domain-deleted FVIIL,BDDhFVID) 1) 20 i 25 4%
AR AMNE G SD KRBT T4 (adipose tissue-derived stem cells, ADSCs) , Jy ADSCs Bt&
BDDhFVIIE [KIi6 97 LA A B8 S i Hfil o

J7vE BU SD A BRI BE I IR T 4437y B 15 9% ADSCs, £ 4% P3 b7 4, 4R 3k
Ad-BDDhFVII-GFP f£4M& % P3 f ADSCs, st44ry Ad-BDDhFVI-GFP &%t ADSCs 4 (A
) . Ad-GFP & ADSCs % (B 41) K AR&Y: ADSCs 41 (C 4 , R CCK-8 yA il =41 &k
YefE ARG A RS 0, ELISA SRR _EiE dr FVIIFL R 257K °F, RT-PCR A Western blot 73 7
TE G f = 4H 20 B P9 BDDhFVIIEE [RUFN 85 1 A 17 o

HR 2L wn B P3 RalEAEK ML 26 ST, W41 R%EN P3 A4ii: CD29.
CD90. CD44 FikPH{%:, CDA45 FikBth; Zepilis M 753 5 vl Inl e A s ig 77 %4k . CCK-8
R g f5 — A M GBS DL LU, ZR T2 L (P> 0.05) . ELISA Z5 R E/REGL 5 =4
HMfE 72hhFVIIAg KB EAHL, ZRASIHEE X (P<0.05) . RT-PCR. Western blot fa il
7~ 5 AYAELE, B, C 4l BDDhFVIE KA1 HREAHL, ZRA S X (P<0.05) .

i EANREE Ad-BDDhFVI-GFP ERSMN A UK G KB ADSCs, ALK A BIEERGTT 54 5E
T SEEG A

PO-125

1 1 T 40 RS 4E4E X 4 MR M B 10 BIREH Xk E

ENpRG:
RIEBERFR IR 5 —BE B

BB 5253 b7 S5 ik PR3 I 400 PR S A (allo-HS CT) AR 5% I A4 P UM A 975 (TA-TMA) BB 5 I PRASAE . 7
A

FiE BT 2014 4 4 A% 2018 4 12 A T RIEEFIRF &2 =i allo-HSCT &K
A TA-TMA I 8825 IR R TR .

R MAFAOIBITH allo-HSCT B3 172 1, A6 46(5~54)%, FvEEE 814, LPEE
91 I, Hr 10 #1(5.8%) K4 TA-TMA, HArpaETIIIIE] 7.5 N H o Az & p I R AR AE 5
128(23~266)d, PLT H {7y 26(10~64)x10%L, HGB H{i ¥y 81 (61~108) g/L, £T4:EH
JRrh 4 1.3 (0.6~3.5) g/L, LDH Hfi/K-FH 815(293~1389)U/L, SF /K- 4029
(1350~13544) ng/ml, A LA R LT 4 L 5] A2 280 296(1.6%6~9.6%). 10 #il K4 TA-TMA
BT 2 BIEH GVHD, 4 BIHEIUEHEEIR (o 3 Bl IERR & E) , 5 B m. TA-
TMA 12 J5 B 32 BEE ST 1 it A Vo R B 0ak 45 5 U i R i A D 11 ) 9 B TR ki s S L i 5%, 3
BIBFIRIT AR, 7 BIEE BT IO 7 BT RRUESE T 2 BIA0 & RS E 2L 40 f L 4511>8 %4

AT A BB AL LB s 2.4% o 10T BRUEE LDH A K3 & TR 7 A 84, N
972(695~1389)U/L %} 523(293~690)U/L.

G518 TA-TMA 2 — 2™ 5 1) L FAi RS A I E A, T gl i Z ARaRThaeiif, 1BI7 FBAR, I
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SRR, TSI, TG S S A AR

PO-126

RO MpRE S e B E FIREEERE S

AR ST AR R BT, P RN, i U, 2 S T 30, W A K A
AE B AREE 22 g A AL A

HE T REIE 4038 25 (polycythemia vera, PV) HE AL IR B 3 BRI R AF S 4«

TriE Xt 409 1 PV 5 34T R 4T

g8 409 flEEY, B 217 Hl, Z 192 B, FLAIREER 56 ¥ . FleeEEE 149
(36.4%) , A HIMFEH 46 6] (11.2%) . COX [BIASMR Lt FE#>60 & O ML B G
W IR 25 A I 4 2 AR ST fE I TR 2R o AR A7 0 Mo i 2L I A e 26 XURS: 2 3% v TR W fa
(Log-rank =23.943, P<0.001) , H&fE4H MFAMBEHELREES TKAEH (Log-
rank =4.857, P=0.028) . ¥JZHIMMAEH (HB) 160~254g/L , Bk A~ 24.9%F) B K.
. BE=ARMA., JAK2-V617F R RAMHME 362 # (89.6%) , Hfillt JAK2-EXON12,
TP53, TET2 2 55k R4S, JAK2-V617F, TP53 RASH I RARTIG. 409 4 PV &
HETIME. BER. TIMRKEGHRERZIERARIEITE 5 6 M/ A ML 421755 50N
93.0%. 79.6%. 90.3%. 78.5%, HFEAMRAIT 4T MF/A M4 A7 R B 3% & T AR a7 4
(Log-rank =4.563,P=0.033) .

2 |, AOMEERFARERY PV BE R RIET i 2EEIT. JAK2-V617F, TP53 %
5PV ARG, XTFmfa PV B, NAMRAT MG LAELE [ MF/ 06 3R o

PO-127
— Bl fE R ME T V SRZ AR RAIERF 5T F A RALHIFR

ZRHEE SR AT
AL BB A2 5 — e

B —6lilE K2 W vt 7 V (coagulation factor V., FV) BRZIEHEE M HER AR (R
v BESE. BFEDD MG IRAFAE A 5250 AT B F g AT A, B8 S EURA R TV B2 0E
(hereditary coagulation factor V deficiency, HFVD) [J3EH A, 8 B H A 1 KIw L o

TE ATl PV sl Z0E 858 S LA RERNER 5] (1 PRAFAE B 5550 AT A AF a0, FERRAMRASE FV
ZRE AR PEIRC AR A B Z ARSI A Fi2 A HFVD. 2805, dEid DNA ZARNF T4 FV
LR ZAR, I-47 Sanger LI 0 CASSAIE, 4T HEUFE ML .

BB IEE ARG R, WA R NI, Bk 3 ROREEMIL, iR A (PTY AEAL RS S
BEIMIEBENT ) (APTT) ¥#EEEK (PT 15.6s. APTT 43.8s) , BrMLEFHH] (TT) & FIEH TS
Hl, PT Al APTT 4B X5 H R GE0 4 B MK e 2 1B, FV i (FV:C) BRI
(15.5%) , FV:C ##I4FH 1*: (Bethesda ¥:4 0 BU) , IfiLE . FI:C. FVILC. FVII:C.
FIX:C. FX:C. FXI:C. FXI:C A& MM AR FHiE (VWFRAQ) BRI R, IkKZH A
HFVD. HACBEFIEREFHEEME . FV iEES R W3 . DNA ZARNFRREGIEHE K FV ZEH
(F5) FEEAGREHERE. —FXFMERN 13 548 FRKET
.4360_4366del:p.1454_1456del 74, NFEILEARA, KAHBEE; F5 M5 —&5MHHE 15
SHMNEFRAT c.AB113C:p.S1705R RAZ, N X RAZ, REHARE. HACEE, BN F5 R
BRAET, HEFEHY F5 2R H AR ¢, A5113C:p.S1705R RAZ,

L9 MR — 0 FV B0 B IR PR AE S SR ie =4 7, IRPRIZ TN HFVD. JERIN IR SE F5 4
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KAEEE G A A R4, Bl ¢.5113A>C(p.S1705R) 1 ¢.4360_4366del(p.1454_1456del) NI4T
R, LD AR e A AR TE

PO-128
Study of combined coagulation factor V
and factor VIl deficiency in China

Yanyan Shao,Wenman Wu,Guanqun Xu,Xuefeng Wang,Qiulan Ding
Department of Laboratory Medicine, Ruijin Hospital, Shanghai Jiaotong University School of Medicine,
Shanghai, China.

Objective With the prevalence of 1:1,000,000, combined deficiency of coagulation factor V (FV)
and factor VIII (FVIII) (F5F8D) is a rare autosomal recessive bleeding disorder characterized by a
reduction in plasma concentrations of FV and FVIII. Most patients harboring this disease hold low
activities of FV and FVIII between 5% and 30% and manifest mild-to-moderate bleeding tendency.
Mutations in LMAN1 and MCFD2 genes which involved in the transport of FV and FVIII from the
endoplasmic reticulum to the Golgi, are responsible for this disorder. At least 34 LMAN1
mutations and 18 MCFD2 mutations have been reported, while most of the mutations are
missense/nonsense, insertion/deletion mutations. The aim of this study is to investigate the
genetic diagnosis and molecular pathogenesis of eight patients with F5F38D.

Methods FV:C, FVIII.C were detected for phenotypic diagnosis if prolonged PT and aPTT were
observed in the daily screening. Following the direct sequencing of LMAN1 gene and MCFD2
gene, mutations were identified in respective patients.

Results 5 female and 3 male were involved in this study. Bleeding history was present in all
cases. Gum bleed was the commonest bleeding manifestation seen in 6 (6/8) cases. The other
significant symptoms were dental extraction (3/8), haemorrhoids (2/8). The mean level of FV was
10.4% (range 7.6%-14.6%), and the mean level of FVIII was 23.0% (range 15.7%-27.5%). Of all
the participants, all the probands were homozygotes. Most of the mutations were found in
LMANL1 gene whereas only a missense mutation was identified in MCFD2 gene. These 8 different
sequence variants include 2 missense mutations, 2 stop mutations, 3 small deletions/insertions
and a splice site mutation, among which 3 mutations were not reported in the database.
Conclusions Due to the rather low prevalence, F5F8D of large scale is rarely published. Our
data shows that gum bleeding is the main phenotype in these patients, which is different from
other regions in the literature. It is reported that prolonged bleeding post injury/surgery was the
commonest bleeding manifestation in India (37 cases), while epistaxis was the most common
symptom among patients from lIran (27 cases). Further molecular studies should be under
exploration to unveil the basis for the clinical diversity seen among patients.

PO-129
1 BICFREER RIS S L MR MHRER
B Mm% e BER 2E 53 4

SELLAZR M, sk R R, S R
GALE YNNI

HE K] 1 flIrEEREaAIE (MDS) B3l BN g FR R 4T i3 22 1 4k kM 288 & 1 I
(s-AML-Eo) 15 i AR

FiE CEERNHEREMRERE. RS n R WHEAFAL (FISH) . £H PCR & iEE DNA I
Fr B AR B8 AN TR 7 B B AT 20 T RS
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438 MDS-EB-1 #, HBERINNEM/MOEAD . IEW4IIZAL. FISH Y. TP53p.1255S RAL
(R 16.1%) ; 7 AJF, ZEEHEN s-AML-Eo, RIUNF ML M/ NMORD . B34,
WERZ AN A 21 %, FISH 7/~ PDGFRB EHE (42/200) f£ CBFB #tJf55 (100/200) , [AlHf
TP53p.12558 A ittt fg (16.1%~47.5%) .

2 PDGFRB H . CBFB k{55 & TP53p.1255S A8 fff G Al G & MDS /@ N s-AML-
Eo M H B A, HAREAEANLHIA R — Do,

PO-130
RYIRREAR: EFXERIENRE—REE—PS, XIEFHRZH H
REEVEERERE 14l

SR, THBEAR
N RO 55 L — = R B

HE e e r H WU RERAR, Mk E R DI ENE NAE, 5 UG [ R R
i kieZE, BT PS. XD 8=/ H i B3 DIIEA) B

g fkiE 1 B PS. XOFEFE =/ H 5 B UIMG I SR A R Ik 28, 6 L If D) REAH O Fi
PR SRR ESE WA AT b, BB RO SUE R R CGRUII) (AR T BRI il B LB 2 5L (R A
MG, XL L BERIEAT b i dl, I8 1 B N AMH ISRk

B ZHEELKONILEA HRS LN PS. XIK 76>, H 2008 £V )5 T 2016 4 3 H
%2019 4F 3 HE R E H LT Ik kE 22, 2015 AEATHIZL AT R : Hb ik (HPLC) T W, HbH
J Cs Xii, HbA2 (HPLC) 0.6%, HBCS (HPLC) 1.4, HbH (HPLC) 15.7. 2019 EA7HEK 4
Hritzs PROS1 %[5 (NM_000313; exon2: c.149A>C) , F12 F[X (NM_000505; exon2:

C.115+6T>G) . FHH CikMk 33%. FEH SiHME 5.2%. (HEAERL % B KU [F X4 5F
B A AR H IR ER kA ZE A

2 MUIBRARRMLAEND H RK—FaIT 5%, BRI G 5B RELT 40 SIS A IR 5 B
e 1 BRI 51 S M S EEIRAS DL R VTG & ARy, S N HAE R S, L MLE 5 8us
eV S = B PS i —D N, RIS R XTI 76t = S BN IR A0S R G Bus 21, 4F
TEIEPERRAR, M 5] RRER K AR T . IR IR IR EXTIMALER B H i s PSS XOPA 6t
ZWEEFRNED C L&A S MEME. BRiDIGE, FAT BRI LA S e & PS. XI
R85 =, JRUT 2 838 U IR B3 4R

PO-131

1 {5l REER 14 A 20 18 25 RO IE B 45 8
SR B MHBAIGKE = X FE 5

SELLA, 7 B85 SRAB S PRk £, £
N T NREERE

B B AR 15177 DL £ g T PR 40 B 22 (1) 1 5 A Y S M R 1 I PR PR AR i S TS 4 AT s

i g B WIG R, MU, N B AR S, R, RO EA AL
(FISH) . £ PCR J¢miH & DNA Wl 545 A B b A7 S22 il

R HEE N 29 tk, Uz, RPN KR, ERPRIFEM R, ERERMELE TS,
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FEE RS 0 R Ve R PE RN IR 2 (49%) , B RN JFIA UM 23.5%, £ L 4N 1 2
(31.5%) , JffRiEwZA, FISH Ptk #¥%srAiER: HLA-DR, CD3, CD13, CD117, #
CD7 fHT%:; £ PCR &M 41 Fpab & 3L FIYE, — AR F7~ CSF3Rp.T618I A1 WT1p.A382fs 5848
FHPE. BELET IA & CAG JTHEWITRIE%R, B—HEEKR, THE FLAG HifSIAHRE%
fift, ZAMEIAT FEEE T4 AEAE, FME)E 3 H AT At /s /b 5% (TTP) &

258 tERETRMERIAN MY £ B I HAZ B SR BE R (I T B B A IS IR IR S st =R M, T s
NG %, WRRE.

PO-132

DNMT3A.pR882 e fHM B 13 & B I fmaY B RiEE 54

SELLAN, P B8 5 X, BUOLER, SR B S0 I, 2 8, H 7
N S NRER B

B #85 AML 35 DNMT3A.pR882 [ A7 JE [Kl 58 74% I H 5 373 I PR 40 a1 i AH S

ik KA m i E DNA U5 & DNA-PCR B4 Sanger Wl /7746 51 Fh I Rl 58 4% 0

B (D301 1 ALK 41 9135 DNMT3A.pR882 RAF; 96.8% (DNMT3A.pR882 5845 i
[ iy e I R R AR, AR R P 5RAR 3.17 k. @DNMT3A.pR882 £ B K 5845 e iy WK N
NPM1 (n=27, 65.8%) , HAhMK&N: FLT3-ITD (n=18, 43.9%) . IDH1 (n=9, 21.9%) }
TET2 (n=8, 19.5%) ; (24 /M ZAZ EH M 4K B T AL R R (P=0.043) ;
AP R Ry FLT3-ITD & (1°F34NE A 4K P34 T84 (P=0.034) . ff: NPM1. IDH1 5
TET2 RAFE 5E AR, EPAER. AMNE A M K-F R R LS R L. @554E
RUMIEL, £ NPM1 R4 E A ESMWIRESEZM (CR) X, 1Mk IDH1L R4 #H CR REK
(P=0.01,0.025) .

2 95%LL EHIfE DNMT3A RAE AML EE A RIMERRAS, FohIE R TRAR R Ao &
H G RRFIE A — 52 RS2

PO-133
£ CEP110/FGFR1 PHMRYJLE 8p1l BHER BEAE—HIRE

SELLR L MR L UL 2, Tk 2 akig e
LN~ NRERBE
2N KA SR 2R — BR B

HE &1 1 Btk CEP110/FGFRL [IYER)LE 8pll BHER WAL (EMS) IR M 52 =
fiE.

TE GEA N A BRI A 2 ORI 438

« ARE SRR . N DNA T 25 07 vEnt B AT A
HERBEIIGREE R E AN I 40T B BT EBE e A W TR AN P S A% T i 1
A, SLIGRIIIL 8 SYLRIEE 2 B, WORIRM A4 AL R FGFRI #E N #EHE; RT-PCR EsZILA
CEP110-FGFR1 @l &2 R BHYE . B3 B2 S+ A0 & i Bl I 40 B A2 Al J5 18 7 T 22 22, H
AT Cg B 30 H .

& JLESE CEP110-FGFR1 BHEM EMS f38 HA MURR PG PR K SEI0 ZRFAE, 57 28 PR 36 1L 20 P
M REGE TS
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PO-134

£ NPM1 SR MZFERERER A MRS ERNEFESRE 55

FRLLAN, Z i,
N T N RER R

BB R 5HE NPML R FZE AT R A MR (AML) B rh LR R 528 R A S

J7i: K il & DNA I SRS Sanger Wl RGN 51 FhJE K =47,

R @152 24 AML B E IR H 46 #IEF T NPML R4, 82.6% (38/46) NPM1 RAZ &
F RIS HAR L A, Hodr, NPM1 phRAR 8 5], XUFERIRAE 14 ], 3 PR RAL 16 4,

>4 FhIL K RARILIE 8 B, RAFRKWAN: FLTI-ITD (n=15) . DNMT3A (n=10) . TET2
(n=6) . FLT3-TKD (n=5) %. @ 5FEHMA NPM1 R4 AML #tk, ZEAEEEFEEHN
TP53. FLT3-TKD, K] DNMT3A. RAS RAFKA R (P 3J<0.05) J AR AP Ak A 58 Ax 3
73 (P=0.002) . @ZF4F4 AML 1, 24 PRI AR EE T E A0 (WBC) 7KF B & & T H 2L K]
RAZ . MIEFRAL Je 3 FIER RBIAEE, ERAaqit#E L (P ¥)<0.05) ; Fi#EIEF B E
W, MRS SIRIT RS ASEE (CR) TR, 3 JERRA K24 FpldFILfF EE Y BT 5
N RAE, Z5FE#E (P=0.006, 0.001) ; 24 FEEAIAFEH T CR HRULE MG XK RAH
(P=0.031) ; AP, CR HAARFEERENMEMER LRI ER L. @5FAETMLL,

KRR RE N FLTI-ITD # A E &M E WBC KF (P=0.018) K ALK CR *
(P=0.001) , f} DNMT3A & HAH(KHK CR %X (P=0.033) , {HIEAM M40 /K a1 1% 776
Guit2E = s fE FLT3-TKD Z874% i 3 B AR 70 5 AT o v 1 A0 A i/l /K (P=0.019) , T £
TET2 BF H5E AR, 76 CR 2 &AM M4 /K8 2 F RTG53 Lo

£ NPML S8 FHME R Z4E AML B3 H T AUOMER RAE, NPML S48 A7 1 JE R 98 A B 5%
AR N} B IR PRAFE & CR A — B IR,

PO-135

1 Blig e MR IR B IR B E R 2 FERE ST

e LU, Wity £, o 4 5, 2R
N N R BT

HE KIWBEDT 1 GiigErgmvbi g (s (CEL) &, b H IS M85 BE 0 A4 B i i
fE (MDS) K AMEEE R A (AML) =N [EI B ) 5o AR .

HiE AN EEAR RS REn 8, SOLEAMREE (FISH) . £H PCR i@ E DNA I
J 1 ARG B 2 A [R5 BN R AT 23 B A

SR CEL M, BHERICAAMME L . BB LA MERR ARG 2 . B OR. TR 402
FISH 151 {3 . ETNK1p.Asn244Ser(44.5%), U2AF1p.GIn157Pro
(42.0%) ,SETBP1p.Gly872Arg(22.0%); 8 )5, ZHE#F &N MDS-EB-1, FI AT MLAE ML/
W B RE KA A I e TR A M vE 2, AR P 3 R . ETNK1p.Asn 244 Ser (46.5%),
U2AF1p.GIn157Pro(44.0%), SETBP1p.Gly872 Arg (43.5%), IDH2 p.R140Q(36.5%),
RUNX1p.Tyr403fs (21.8%) ;: MDS ¥:4FJ5, ZEFFERNAMER R A MR, 5N ERRA MK E
2 IE %K, AW F . ETNK1p.Asn244Ser (46.0%), U2AF1p.GIn157Pro(47.4%),
SETBP1p.Gly872Arg(46.3%), IDH2 p.R140Q (45%), RUNX1p.Tyr355fs(5.7%),
RUNX1p.Ser389fs(16%), RUNX1p.Tyr403fs (38%).

E AR T B I B Nl e CEL #E/E A MDS Fl AML (S 2240 TALHI, % KR 58
AR B B A8 B R A Rtk — B A
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PO-136

2MEERAMAES IDH1/2 BT FEERT ST

SELLA, DIRLEL, o 858, XN, SR IGEHE, 23 4, 7 S
N NIRRT

HE i 2aMsE R A (AML) B h IDHL/2 (3173 R 9848 K H 5 3506 43 I PR 2 54 ] [ kH o6
P

JrE K i DNA PR 53 A e ; KA 4H DNA-PCR A Sanger /724
#% IDH1 R132. IDH2 R140. IDH2 R172. NPM1 [ 12 S4h% 7. DNMT3A.pR882. FLT3-
ITD J% CEBPA [{] TAD. BZIP F/™ ) RE45 Mk ¥ 5845 DL K FoAth & AR 1 o

8] (358 {7l B E A 46 6] IDHL/2 287, b 35 f5] IDH1 4%, 11 5] IDH2 R4, fHH
T M5 M. @IDHL/2 fFBE R F R & WL NPML (n=29, 63.0%) , HABMKIKA:
DNMT3A (n=25, 54.3%) . FLT3-ITD(n=7, 15.2%). TET2 (n=5, 10.9%) } NRAS (n=5,
10.9%) %&; 96.8% (45/46) IDHL1/2 Z87% 35 [R] i 4 wy HoAh L R AR, Hp ORI 54 8 4], 3
ANFERRABILATE 17 B, 24 DMIERRABILAT 20 Fl; GHEHFHRAE 3.52 . GTE IDHL KA
W, EAFIRER Ay NPML B3 P340 E B 4l /K -F e T 8742 (P=0.034) ; /& IDH1 SRAFAH
i, 5 DNMT3A B4ERIMHEL, DNMT3A =484 CR R BFHK (P=0.003) ; 24 MNERRA B
(1 AR B B s TR R R, ZRARTE X (P=0.037) .

S50 IDHL/2 TR ILAT 1) BE DR G AR AN $ Ko ZAR A0} BE 35 I PRAFFAIE S CR 2R i — 58 B

PO-137

ZEHAMERENS TFERRSH

SELLAN, 1, PR e A, ] e, T e
GALE YNNI

H B VIR 88 R PR B 1 o T R

FiE K i DNA T EARKG M 26 41 AML & 55 5] MDS #5349 FhEEEEN R4, R A3 N4
DNA-PCR B4 Sanger /5740 CALR E[K 9 54 -F. NPM1 %K 12 S48 F. FLT3-ITD
J2 CEBPA ] TAD. BZIP ™I RE S5 H38U 1) R4 e A= 15 15

2B @77 plEED, BRRERTEEZRN 91.0%(70/77), FHIEETFHRAE 2 ), Hi, =3
SRR RAF A7 R AE RN 42.9% (33/77) 5 i WHI K RABK K N: NPM1, U2AF1,
RUNX1, TET2, ASXL1, TP53, DNMT3A, IDH2, BCOR, FLT3-ITD, HARKRRERKER<
10%. QAE:RITASAE AML H R AR R & T MDS 4, 2 3 NMEEFIRARTE MDS AR AER R
T AML 4, ZRHA4i%5E X (P=0.003, 0.011) . NPM1. FLT3-ITD. CEBPA X{RZA:7E
AML F R AR E ST MDS #3%, BCOR. ASXL1 RAS(E MDS HAAZF I E 5T AML 4,
ERBA SR EE N (P<0.05) . WREHEEER, BRI AERRERERET AML
M, MPEFBmHERNREEZELET MDS 4, R E# (P=0.004, 0.007) . @ AUV
MDS ## 51 %, 9 HIfEpE v ke A icth, PR Ey 65 NH, He,
RUNX1. U2AF1 RAZHEHE H AN 44.4%, T ILABIE RS

58 AML K MDS A ANF, MDS 53 Hk o 2L K 28748 5 [ M 5 A0A — e A
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PO-138
125 SP1 EFREE AT BES T PR LE

)3 B 15K L FLONHE 1, E i 28
1. 2 ZE R R 2 TR R Bt
2P EERF RS2 — I R PR B
3.%Z JME /R A F] (Elsevier Inc.)ZE B 4L A 5%

B REHIKARTER (DVT) CHESE SM2EdG ¢, AR R AR it 7o 78 3 R K F ik
DVT w2 i Z (B8 R BRATEIEBES T SCREIE IS FIRAEE, DIRE DVT SN FAH ¢
PR, B 7RSS X P A [ LR B (R, 4R AR R B T RE AL

FE BATE AT I T KRB SR B - 26 R OC R B /i, DUifE 5 DVT FIAR A LA,
BHAHE, OIESIER. DVT-2A . RE, NEBEREREEHEZE (GEO) il
12 ANJRST A R g FE XTI RNA RIABUR4E (176 N2 102 Mg iR , Tkt
XU DVT MOCHZEEBAT T o stk b, shsh, RAZ e RAES (MLR) KI5
ATRERSM AR T B RIE KPR R . e, AT T IE BRI STk 2 BT LSS 2 A8 b 5k 3 REA
I3 F- IR AL S AT RIS R 22 TRV AR IR AR 22 B R

EEE ORAT%E T 127 N K DVT (A 1,220 5% FRER IR, Hb 103 MR KL R
o A 24 MRS DVT MK, S5FFTR. HEAKRMITEE N 24 /> DVT EERE I — AL
SP1, HyezathgEg b B BHEM ( (LFC = 1.34, pfii= 0.0045) ) . @B/ HrER SPLES
FifE Sl R ) 7oA T R JEESER . MLR W18, b3 X 2 B 25 th e A b %
Rk /KPR EERZE (p{E=0.037) »

S0 BT RE W, DVT M rEsi L F R BRI, DVT fEFM3ER SP1 AT gE 2 il
R [T R A

PO-139
/OB RHEIER N ER S

W
TRMIR B 28— B2 B V0I5 I Fe

B M BCE A o iR 32 ZE T P A i is AR 5 1k 3 R o Y AR B AR RN B R G
THER. MNSIE TR BRI, AT RER /MR S BRI B e — . MR ERE oL, 1
AT AT CAG AL Bk . BRI 57, W] REAE /MBI RE RS Y« BB ) R A f i A
ALF] T HEAEH

Tt M/ TR A B ANTVGRE— R MRIET 5 e AP I GE B ARSI 1 A
P2 ML/ A AR IS RIS BT  Z5 2R, TR AR LRSS 5P — R A /MR T 1Y
KB, AETHE 7 R T RO AR AR RS, EAM/MUOEBEDIRE . JCH R AR RPN A
AL LA A2 A e v A FR OB FEOT I 10 a4, B SRR AR P 3L AR, AEDN
—ASEOAIE, LN TR AR RS R B AR S R S AN AE

R BAWTFERY], ZRER AR ERRE, I GPlba-VWF HI45 & RElfE. B sy
DISIANML N AEAE 2RSS, JUHAE 2 MR ST 25 T 5 3 /MR R PR T T/ T3 7E /MR
Tl PSR A R S BRI /AR R PR SG B T o /ISR T T R ML 26 i A7 ML/ SR R
HERE . MM T AT RE R H AT RE M Ao A B R A SR 22—, R A s e 55552
V) B AP RE SRR o BIFE I e I TILAE R LSRR T AR B AR ARAIE o v I AE A B Ah
JK AR TR s PR R BT IR AT BERE T i o BRATTHT e #os 8L e A FE R FES I/ T2, 3k T 42 10 /MR
F A7 TR BIE R, 3% — RIUN A2 B A T PR 2 /MR 1 A i d 4t 1 AR
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S5 ML/ TR FOR AN DO IR ST, JEH O A S RO 2 W BB S A
7 LSRR /N Ak A7 I 8] S5 SR A B AR, FLWT F0 AR T e B4 BT AR S50 BRI T B
S ARG R 258, B R 2 e RIS A5

PO-140
Ischemic White Matter Lesion after Hematopoietic Stem
Cell Transplantation in a Patient with Aplastic Anemia

Changging Zhen,Shunfeng Hu, Xin Wang
Department of Hematology, Shandong Provincial Hospital Affiliated to Shandong University

Objective Aplastic anemia (AA) is a hematologic disease characterized by peripheral
pancytopenia which most commonly present with symptoms of hemorrhage. Hematopoietic stem
cell transplantation is an effective treatment for aplastic anemia. Although it can be curative,
transplantation is always associated with serious complications, in which white matter lesion is
the most common and serious one. There are many patterns of white matter lesion associated
with  transplantation where reversible posterior leukoencephalopathy syndrome(RPLS),
encephalopathy caused by Cyclosporine or virus are common. Compared with them, ischemic
white matter lesion is very rare and has never been reported in AA patients after hematopoietic
stem cell transplantation.

Methods In June 2017, a sixteen-year-old Asian boy, was admitted as the patient with very
severe aplastic anemia. Considering that his sister was a total matched related stem cell donor
and he had no contraindications to transplantation, allogeneic hematopoietic stem cell
transplantation was the first line therapy [1]. Therefore, the patient and his family decided to
receive transplantation. At that time, the brain Magnetic Resonance Imaging (MRI) (Fig 1a)
showed no significant abnormality. Eventually, he underwent transplantation and achieved
successful engraftment.

However, on day +20 after transplantation, he developed limb weakness and urinary incontinence
along with cognitive dysfunction. Physical examination showed decreased muscle strength (3/5)
in most muscle groups, increased muscle stretch reflex and bilateral Babinski sign (+). Viral
serology panels were negative and the concentration of cyclosporine A was 234.50 ng/ml. There
were no broken red cells in peripheral blood and the level of LDH and ADAMTS-13 were normal.
The second brain MRI (Fig 1b) disclosed the demyelination of white matter on bilateral basal
ganglia, corona radiata and subcortex. After consulting neurologists, we ascribed his symptoms
to the toxicity of Cyclosporine so that Tacrolimus were used as a substitute for Cyclosporine.
However, his symptoms had not been improved, although hemoglobin and platelets had been
significantly increased during this period.

On day +30 after transplantation, the patient was found to be unable to move the right half of his
body. The third brain MRI (Fig 1c) showed cerebral infarction on bilateral periventricular area,
centrums semiovale and loubus fromatis. Magnetic Resonance Angiography (MRA) (Fig 2)
disclosed segmental stenosis of bilateral middle, anterior and posterior cerebral arteries,
especially the left side.

Results Hence, according to his clinical manifestation and radiographic evidence, the diagnosis
was confirmed as ischemic white matter lesion and cerebral infraction. After the treatment of
Aspirin and rehabilitation training, a gradual recovery was observed. At the time of writing, it's
eight months after transplantation. The follow-up study reveals his significant improvement of
urinary incontinence, motor function and cognitive ability with continuous treatment of Aspirin and
rehabilitation training.

Conclusions If the white matter lesion is located on subcortex and periventricular area, we
should do further examination to evaluate the cerebrovascular state and explore the existence of
ischemic white matter. In the terms of diagnostic value, conventional examination , such as MR,
lack specificity for the etiopathogenisis discrimination of white matter lesion. However, MRA
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scanning can sensitively detect the vascular stenosis and embolization, which is meaningful to
the diagnosis of ischemic white matter lesion. What's more, for the patient of ischemic white
matter lesion, antiplatelet agents is necessary despite that the platelet count at that time is below
normal level.

PO-141
Changes in the bone marrow microenvironment associated
with secondary poor graft function after allogeneic
hematopoietic stem cell transplantation and
their effect on prognosis

Siheng Liu,Cenxia Ran,Jia Li,Xiangui Peng,Xi Zhang,Yao Liu
Department of Hematology, Second Affiliated Hospital, Army Medical University

Objective Secondary poor graft function (sPGF) is a serious life-threatening complication
associated with allogeneic hematopoietic stem cell transplantation (allo-HSCT).
Thrombocytopenia is one of its main manifestations. The objective is study the pathogenesis,
evolution and prognosis of sSPGF.

Methods In this study, post-transplantation status and clinical data were obtained from 106
patients with hematological tumors who underwent allo-HSCT at our center between Jan. 1, 2016
and Jan. 31, 2017. The patients were divided into two groups, a good graft function (GGF) group
and a sPGF group, according to implantation status after transplantation. Differences in age,
primary disease, stem cell source, human leukocyte antigen (HLA) matching, sex matching, ABO
blood group matching, the degree of bone marrow hyperplasia before transplantation, recurrence
rate, and mortality between the two groups were investigated. And the proportion of patients with
thrombocytopenia in sPGF group was calculated. Then, 29 patients with sPGF after
transplantation were selected as the experimental group while 29 patients with GGF were
selected as the control group. Changes in adhesion-related indicators in the two groups were
evaluated.

Results There were no significant differences between the two groups in terms of age, primary
disease, stem cell origin, HLA matching, sex matching, ABO blood group matching, and the
degree of bone marrow proliferation before transplantation (P > 0.05). The infection rate of
Cytomegalovirus (CMV) in the sPGF group was significantly higher than that in the GGF group,
and the remission rate before transplantation in the sPGF group was significantly lower than in
the GGF group (P < 0.05). And thrombocytopenia is the most common cause of hematopenia in
sPGF group, accounting for 44.7% of the patients in SPGF group.

Cox regression analysis showed that the survival rate of patients with sPGF after allo-HSCT was
significantly lower than that of patients without sSPGF (P < 0.05, HR = 3.598).The expressions of
CD44, CD29, ICAM-1, and VCAM-1 in the sPGF group were not significantly different from those
of the control group (P > 0.05), but the expression of CD105 was higher in the sPGF group
compared to the control group, and the expression of Cx43 was lower in the sPGF group
compared to the control group (P < 0.05).

Conclusions The results indicate that the survival rate of patients with sSPGF after allo-HSCT is
significantly decreased compared to the patients without sSPGF. Further, the occurrence of SPGF
after transplantation may be related to an increase in CD105 expression and a decrease in Cx43
expression in bone marrow stromal cells before transplantation.
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PO-142

JLE M /MRIESAE B & IR R BT R

BRI, PG Ak SR R KRR, 38 i, B, T, B SOR, 2R R A, K A
H R [ 2R B LI BT 7 BT L e

HH SRR NS 2 L /b L, L RS i S N B AR X)) H AT LE /MR
B4 20 B E AT 52 MR T RL, TR AT IR AR, TR, ISR
TP, AR JLE S E A A RE . BT FOa bt JLE S HEAT T Bk A, RIS
T AR IRIBOR 22tk

Jiik eguit 7 3krba 55 44 LE /MG 2 0E B FImRERIE, b 11 Z N R IERI R
BT T RCR )RRV -

SR JLE MM 2 8 IR RARE 5 BB AKX, =B SR . MK
MTIRER 11 B, A 10 MR REFRRM, AR RRZTUERKRE 1 AR, JiRe4ERs
M NRIKPAE RIS VE I A . g EIE ] 2R IOR, &, WU B ek, B A H.
QN

iR )LE /MG 2 B35 RAE 5 RN RABRX, KETIRME N —FAAT e ik, &
MF AR KA s iR T, S IATT i 25 8y B RIE M IR I B . BURAIFE T DU
KBR P BEAREITE R, oSG8 3 A

PO-143

REBEHEHXMOER (TA-TMA) BERIGKRI

AU 12 A 3 1 AR 2, D 12, A T AR
LRI B 2 — R e
2.5 M BLZE LB B B

BB SRR AL ER (TA-TMA) FIZFE IR R

T IS 1 FRAE TA-TMA (BB R B RIIRIRRIL. SEIG A AR bR FIG R L 13, K
b T ARG R S EINEIA B TA-TMA F UL B s B4, e nT LR K BiiE .. FiE. OiEsE
MERE. BERM, 46 2, 1SRG A IR, T 2017 4 12 A 20 HATEME 73R E
MTaERE (LA , 18 4F 10 A 12 HEEHHE KR, A TG E, B at ke
Y, e TR TE IR A G yT, BHEA R MR, 2019 4 1 A 3 HEEK™
RS MRS AR, Wik aGVHD IV BE Ok I . i IV ) , 4F MP 2mg/kg/d.
FK506. 7 1] & Jelt&dt aGVHD 677 -

R Pt aGVHD 6J7 2 FE IR aa i BT, R E Rk L it B N AV SR RS
B[RRI VLET B 20 g i R R BE, AN E I LE ] 5%, BIE TA-TMA, 4
T H 2K E WA SEGYT, WER. EMREEEA FK506. HBLEEME, g, 5
LR HERRATIRRES. 2 H 6 HREHILOHEKRE, LHEEER: REEFH. EREREEN
S SEIR . M EE & N EEC U ZE . B2 ST JEAK; MALAE A 361ng/ml. LER i 1A T &
50.3ng/ml. UF5EEE | 2.51ng/ml. IERIZHT N TA-TMA Site B BEIE. B REAE. Hhxaps
ARG, ODF. BET 2 A 8 HINZ 2B IhhekEmg it

i TA-TMA B IRGE. IRRRIMZHE, S92 HREWT R K, MEERE LT, P
ARG R IHh, ERTLLR K FWALIE . FIEALTERONE, 75 B R B AR 5 A LAY SR 51 L i PR 2R
Zi
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PO-144

&R L ESERXBRKI2NZERR

2 Wi, 2
RYIT )L B= F

BB JE s a8 A AR YN T )L 2 2 Bt i v MR B e i) LR A A S R ik ke (CRT) 1)
IR TERE, T AR MR )L CRT K AEIE L.

FiE ISR 2016 4F 01 A% 2018 4= 12 A I JLE R s A CRT &L %k},

A3 HT LI RS 55 VRIT K TUE

8] NP RN R A CRT &)L 5161, B&tb#lh 2.4: 1, RFGEFEBRFHE 5% 6 MH
(14 H#~12 2 7 MH) , 23 B H<7 &5 37.2% (19/51 f) , Hk=7 $ H<12 $#H 4
33.3% (17/51 ) o g9 NEJLRIE KR LA AR . LR AT . PICC B 26 4], il 25
i, BEAMELAMNE, 5 84.3% (43/51 4)) . Frfi CRT Wifili% B HKEHREWL. K4
CRT 5B nmk@m My 100 K (Juf 2~286 k) , E&J5 0~7 KK4E CRT 5 f
(9.8%, 5/51) , Hr 4 Fl stk E; 0~30 Kk4: CRT 23 i (45.1%, 23/51) ; EF)5 6
MHLLERA CRT 15 % (29.4%, 15/51) . 84.3% (43 f5l/51 1)) CRT L1 AR #h AT & 45 A0
(B0 HEMmprEtaTT, Hh 36 FlELESENGYT Ei T B @EEV, FEUTRIR Az A 145 K
(4~702 K ; HAmAEEE4E/> 61.1 % (22/36 4 ; IMFHETHK 13.9 (5/36 #1) ; ML
AL 25.0 (9/36 1) o [EIEMES MR 18 9] CRT HJLBHMTIRBR B, RO . B
J& 234 K (10~437 K) ; 55.5% (10 #1/18 f)) CRT B LIRS GV E MATELE, AR S AEAE
iR Y. 4~628 K.

g2 JLE CRT ZRAMES 30 RUW, XHCE &M E LT 5 IS H 18 A& A 7T 530 R
CRT; #/rsifii it ) LR B R4 CRT MR PUEHEITREA i/ CRT; kxS EEIA
KA CRT AL, FUGKEREE G4 SLhisesT .

PO-145
A B A& ¥ FUIFNEIH 8 & R K572 Ful
BSREME 3 51 R HABIEHRT

TR, 50 B AL
YT — NREERE

HH SRR PV S i 2 L], 9 A BUI AR FE A0 1) 8 3 f i — AN e e 32 (VR 7
VES

i A T e R, BRATRAEICAE PV LS T 4= 2R i 2, Sz T 4ifnbl
B, B AMANRE™ AW, I 3 il R A6 56 1 AN AR ) AT REIE

SR 3 Blm s EE, HHHEERIERN, 1 FI2~2.5u/kg/ RETH %M %, 1 4l
BEPGE M, 2 BIBRER T3, IR E] 1 Py R0 A e i 52

2518 FVII2~2.5u/kg/ R T 75 5 A HRUILACHR A A 490 £ 38 77 A e i 32
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PO-146
The severity of hemophilia A patients varies among
different types of factor VIII gene mutation

Yihong Li,Wangjie Jin,Lanlin Song,Fang Yang ,Mei Zhong,Liyan Li
Technology Center of Prenatal Diagnosis and Genetic Diseases Diagnosis, Department of Obstetrics and
Gynecology, Nanfang Hospital, Southern Medical University

Objective Hemophilia A (HA) is a congenital X-linked recessive bleeding disorder, which is

characterized by deficiency in factor VIII (FVIII) clotting activity. In this study, we aimed at
investigating the correlation between FVIII clotting activity and FVIII (F8) genotype.

Methods FVIII clotting activity and DNA analysis of F8 were evaluated in 223 HA patients from
219 unrelated families. Routine genetic testing for HA, including polymerase chain reaction for
detecting intron 22 and 1 inversions (Inv22 and Inv1), sanger-sequencing of the entire F8 coding
sequence as well as the exon-intron junctions, was performed in all the patients. Large structural
deletion in F8 was determined by multiplex ligation-dependent probe amplification.

Results We identified 197 cases with F8 gene mutation in 223 patients (88.34%). In these 197
cases, 73 (37.06%) were caused by Inv22, 2 (1.01%) were Invl, 109 (55.33%) were point
mutations (41 cases of missense mutation, 29 cases of nonsense mutation, 28 cases of
frameshift mutation, 11 cases of splicing mutation), 13 (6.60%) were large structural deletion,
respectively. The FVIII clotting activity was significantly different from these four gene mutations.
The clinical manifestation of HA patients with point mutations, especially those with missense or
splicing mutations, was milder than those with Inv22, Inv1 and large structural deletion in F8.
Conclusions A combination of multiple methods can effectively improve the detection rate of F8
mutations. The severity of HA patients with missense or splicing mutation seems to be milder.
However, the unexplained 11.66% cases may be attributed to different genetic backgrounds and
environments.

PO-147
A Chinese family with factor X deficiency was caused by
a compound heterozygosis of two novel mutations
Ala274Glu and Gly244Arg in factor X

Yihong Li,Wangjie Jin,Lanlin Song,Fang Yang,Mei Zhong,Liyan Li
Technology Center of Prenatal Diagnosis and Genetic Diseases Diagnosis, Department of Obstetrics and
Gynecology, Nanfang Hospital, Southern Medical University

Objective Factor X (F X) is a vitamin K-dependent plasma protein which occupies a pivotal
position in blood coagulation. F X deficiency is a rare, recessively inherited bleeding disorder,
representing 10% of all rare bleeding diseases and affecting 1 in every 1,000,000 people. Here
we reported two novel mutations in F X in a Chinese pedigree.

Methods In this study, the phenotype and genotype of the proband and family members were
studied. Polymerase chain reaction amplification and direct sequencing of the entire FX coding
sequence and of exon-intron junctions were performed for this peculiar defect. To determine the
predicted effect of missense variants on protein function, we applied two in silico prediction
models: SIFT and PolyPhen-2 (HumVar model). These programs were accessed via their

respective online tools.
Results The proband experienced scalp hematoma and coagulation abnormalities in his infancy
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stage. The laboratory pattern of the proband was characterized by a severe reduction of FX
activity, which was suggesting a true efficiency. The F X activities of both of the proband’s mother
and father showed approximate half of those of the normal. Additionally, the proband’'s
prothrombin time and activated partial thromboplastin time were prolonged, but were easily
corrected by the addition of normal plasma. Molecular analysis disclosed that the proband was
compound heterozygote with p.Ala274Glu and p.Gly244Arg. A transversion C to A in exon 7
resulting in the replacement of Ala274 by Glu was found in the proband and in the father,
whereas a substitution of Gly for Arg at position 244 was present in the proband and in the
mother. The missense mutations in F X, analyzed by SIFT and PolyPhen-2, were predicted to be
probably damaging.

Conclusions This study identified two loss-of-function mutations in FX, both of which lead to

haploinsufficiency and cuased distinct phenotypic states. This work also expanded the spectrum
of FX variants in Chinese population.

PO-148
—#h3E GPIIb £E 2915dupC AL F C322T X
RTSHM/MMRETHENRRAHAR

BKAR 5

PR B — IR E B
HE X 1 AN BB/ MR I IE (GT) K RMATIRRAFER AW, B0 F RmHLH .
Jrig AR AR ARSI L A NAR B R (e 4RGeS BRI RN I A R N S B
IIATHIEE, AT IRR R A2 H PCR VEXTSGIESE allbB3 FE K Frf b1 A HAN 3 7 51 ik 47
i, PCR =gl o BRI, AL A, 5 R R AEF N 848 X 4847 PCR 3 14 il
M.
LERR SeiE S B FE FEAS AN I /MR BOE B, B4 A R, AR /71 MA BB SR %. K {EH
SFHE . Angle EREMRK; M I MOSE, TRENR. L, RIGIEHE GPIb #H
FEEEGHERE.: 28 SHMNE FAEAE 2915dupC AABILRA, S5 GPIIb & H P972fs 5£4%; 3
SHANEFAAE 322C>T EX R, S8 GPIb Z&FH R108X 247, HACSEHE W 2915dupC HiAK
M2RAs, BESEIE 322C>T J& LA,
£ 2915dupC il 322C>T EAMARTRFBEZR R LIEERE GT KRE, 2915dupC #l
322C>T NP5 B IR HRE 1 R4S

PO-149
1 Bl 5ES M. CRBRBFXEXHNERSH
MmAZfw A MAXTERINETT

ZRBA T A = NREE R/ )1 48 K ah AR Aol

HE 161 5iEshMERE% . QR R KA RIS PRI A A NI T Thif i
T 1RTT AR IR AR G R B &R E A (APCC) . Hifilid . DDAVP 41 MLiGy7 A%E
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fitt, JER USSR 250 R B R PLOHRERTT, RIS T Hsile . SRR & 2 i i
BRGERVIR FmdiaT 1 A%, BEWRESEWE, APTT HAIEE, VIR FHiksisfre# T
Bo Besh LSRRI S AR MEERS UGG YT, EWIBEDT APTT. VIR 7 Hifk. LT DNA {5 EE K &
CT, ZFWmif . SEEPELAWRIENE, HUChIURRI, 4 FRPEIRT 4 K5,

PRIRFFEL SRR 4515 14 D H

SR KPR ORI PAF LM A A RGP T 2. RIS B0 PR iR T IR R B 2

g5 KPR EORSASVE AW HA B0R T TBL.

PO-150
Safe and effective platelet-targeted gene therapy of
hemophilia A enabled using non-genotoxic ,
immunotoxin-based conditioning

Chunyan Gao?,Qizhen Shi'?
1.Harbin Medical University-Daging
2.Medical College of Wisconsin, Blood Research institute, Children’s Research institute, Milwaukee, WiI

Objective Backgroud. Hemophilia A (HA), a genetic bleeding disorder resulting from a FVIII
deficiency, is a prime model for gene therapy. Our previous studies have demonstrated that
platelet-targeted FVIII (2bF8) gene therapy through lentiviral modification of hematopoietic stem
cells (HSCs) can restore hemostasis and induce immune tolerance in HA (F8™") mice. However,
sufficient preconditioning is essential to create niches to enable engineered HSC
engraftment.Prior preconditioning has involved total body irradiation (TBI) and/or cytotoxic
chemotherapy, which is non-targeted and genotoxic.Given the potential concerns associated with
these agents developing a protocol with targeted and non-genotoxic preconditioning is desired to
increase acceptance of such HSC-based gene therapy. Recently, several novel antibody(Ab)-
based preconditioning methods have been developed for allogeneic bone marrow transplantation
(BMT). Initially, an antagonistic CD117 Ab was shown to enable engraftment of donor cells in
immunocompromised mice (Science 2007), and subsequently anti-CD45 and anti-CD117 Abs
linked to the protein synthesis toxin saporin (SAP) were shown to enable engraftment in
immunocompetent mice (Nat.Biotech 2016 and ASH Abstract 2016). Such antibody-drug-
conjugate (ADC) conditioning regimens could be ideal in HSC-based gene therapy, especially for
HA.

Methods Method. To explore ADC conditioning for 2bF8 gene therapy, ADCs were prepared by
combining appropriate biotinylated Abs (CD45 and CD117) with streptavidin-SAP. Sca-1* cells
were then isolated from BM of CD45.1/F8"! donors, transduced with 2bF8 lentivirus (2bF8LV),
and transplanted into CD45.2/F8™! recipients conditioned with these ADCs or an optimized sub-
lethal dose of 6.6Gy TBI.

Results Results. Flow cytometry analysis at 7 weeks (wks) after BMT showed 16+17% (n=10)
donor-derived leukocyte chimerism post ADC-treatment, which was lower than post 6.6Gy TBI
(7519%,n=5). By 20 wks after BMT, the chimerism in the ADC group increased to 39+28%
whereas it remained the same in the 6.6Gy group. Although chimerism is a surrogate for gene
therapy efficacy, ultimate success would be sufficient FVIII expression to prevent bleeding
complications.While chimerism in the ADC-treatment was only 23% of that obtained post 6.6Gy
treatment at 7 wks,the level of plt-F8 expression in the ADC group was 0.5+0.8 mU/108plts, which
is not significantly different compared to the 6.6Gy group (1.7+1.4 mU/108plts). PIt-F8 expression
in the ADC group further increased to 2.5+4.1 mU/108 plts at 20 wks after BMT, but it remained
similar in the 6.6Gy group. When the tail bleeding test was used to grade phenotypic correction of
the F8™! coagulation defectthe remaining hemoglobin levels in the ADC group was
76+26%,which was significantly higher than the F8"! group (43+12%) and excitingly comparable
to the 6.6Gy and WT groups. Furthermore, sustained therapeutic levels of plt-F8 were obtained in
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transduced recipients with no anti-F8 inhibitors detected even after challenged with rhFVIII,
demonstrating that immune tolerance is induced. Thus, we for the first-time show efficient
engraftment of gene-modified HSCs without genotoxic conditioning. Specifically we show
CD45/CD117-SAP preconditioning enables long-term engraftment of 2bF8-transduced HSCs
resulting in sustained therapeutic levels of plt-F8 expression.

Conclusions Conclusion.

As mulitiple similar clinical-grade Abs are in development and being tested in clinical trials,these
studies highlight a potential promising, rapidly translatable strategy for treatment of all genetic
blood-based diseases. This safe and effective treatment strategy could be especially meaningful
for HA patients who are wary of standard preconditioning .

PO-151

/R BE S LBY-NJ4A 5 Chrono-log700 M RELL%:

R, TS K R A
VUK 2 4 P R e

HE) BE PEIF R4 B shi MR B E DT (LBY-NJAA) 5T T/ 5514 (Chrono-
log700) 1) FZEMEREFENR

s EEC 20 fl4E HE RN B R AR R BN AR AR, B B R JIR 1 (Adenosine  phosphate

ADP) , #£4:DUkiER (Arachidonic Acid, AA) A5 (Collagen, COL) 3 Fhifil/MiiE S, Wik
PRFIACES AT (A S VE RN S 56 L, VRN T L PR AS e RS 2 B L i — 30k B FaRaE o bl
Je i s e 3R 5 1 BB

EEL RS SSPELT (ADP, R=0.847; AA, R=0.915; COL, R=0.929, fifi P<0.05) . Mfify
A5 RTRE %5 P R 35 B S [ I R SL B0 AR P2 I BR B 3 REU<5%) , PF R HdE — 5
PEIRF 58 I PR SL 560 = A8 IE R G bR e GBI R 22 57 B 41T 245 L (P>0.05), J8IE [A]AH X 22 <
1 2 BRVFRZE) o PIFERINSE T EIUE 756 28 Bl R SL30 EAREL P 2 1 2R (218/20 fi
REERE RGN EE RAVEE A o P ML 8 AT R =B H P T I aE i Esn G T
WRBNTF T REZHAANL TR 10%) 5 PUHL R THAE I LBY-NJ4A BT Chrono-
log700, HHLZL KRN LBY-NJ4A 45 % (5/5 FEAK I T FE<10%) , {HA 50 Chrono-
log700 #ill 45 B (3/5 REAK M FHE>10%) . H4ob, LBY-NIAA #HHiis R & T K brik
(25%) , Chrono-log700 MNEFESETTG Y3, BEONHA—IRMEINFE .

S M/MEESHT LBY-NJAA 5 Chrono-log700 IPEREIE AT S IGIR R iie = 2, B
LBY-NJ4A # Chrono-log700 77— & 455 gee, HEFTFHAE LT Chrono-log700, fnz
LBY-NJ4A HENMEREE R, ANLFRED, KM LBY-NJIAA K A5 F T 5256 = KFEAR S TAERIT
J&.

PO-152

WIREEES v B9 L A A R BB S

ZEPESH HHE, RS, 4
A RHOR 2 [R5 5 2 B B s Bl AT e

HE wneeig fr SR AT a0, TR, RS2 EAE R . SR, WEERR FrAE Lk i AR F
FROHLAR AN BT DSl L IR N FEHERR L A P OB, RERS & 2RSS IR 2, JE 0 RIFE LI
fEM . HR: BRTTUIHERR (1 Lk A A R FEAL o

T3 UG HRZEL L winel R e 4 R AT 2R R AN ) Ak BT /) B B e L LIS TP S0 s sdied
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AT, W R S unnlefg 20 1 R s 25 )5 /IR R 2R S AR I s LRty
G} L 2H S5 i E R e 4E A RS AR (ROS) S8 k.

gER s E): WEERR 4L PR SR L BE M E R (P<0.05) 5 A G,
S WE 1716 MEE, HPS5HEAHECH T F5. A2M. 48R, Vitronectin B A R
B K Z 7RIS, WEHAEE: B SREAMAS T A RA. KA RAMt, /A
ROS fEAREER (P<0.05) .

8 1INMERR FrT 45 /0N OB S s (] 2088 PR 2H 2R 4 RPN TR EERR 1) B ALEE: @
F5:0M /MR F5 R 3, miHER s 5 1 i/ MREEIAE s @QAMANHIER E C 3, IiHER
RIS T HUEER @4F4EE AR s 5E T MR ST 4EE A RS SRR /) @ Vitronectin: ]
DA 5 0L /NSORG B AN L MR SR RERE 775 3.0 vl BE 299 ml 3 3 mif /MR I ROS & &,
PRI /INBR (A, AT 384 55 0 /N ) A2 R T

PO-153

SefHBIH, [BFERF4AE,
YR EFF R AT R B ER R M

g, FLIAHE
[GREEVNE S R

HE 180 A S L I ( chronic aplastic anemia, CAA)JE MK RS MG Mg, K 8 A%
MoAFEBERD, ARG, BMARIRA ™ H, CAA FHiEEGETE M, HiRT G, Wi
TR E, WA AT Re N ES CAA-IRIER:, fElEHm At ay, KIHCRIA G sT
TS CAA Wit it RAEF HE, | 1984 4K, MHRFRAEIHIFIHT CAA BET —H 5 &
FFHAL, BT F ARSI R, WS RE, KPR S, OFE: & 040 AN 7R R GE L
3R B (P ) R 3 I AR 5 S 5 (438 ) ) DA e LA B e D RE R BL (R I ) . % T 245 3¢
MR IEAE N TPO Z4kEsh5H (TPO-RA) HETEH EERARIT AA BIIERNCAE, (HAE B 4MIH K
iH, TPO-RA £ TPO Z&¥ah7, B 7@ HuE JAK-STAT, MAPK 3 E& R i /MR A ok,
[ LA TS Treg, Breg 4HMEHEMIThAe, EAZK. AT H—PREIGKT R BOARK
N, ARSI CAA IRIhIEYT . B TR CAA A BRTT k.

FE —6 18 B HFFEEE, UemEb iie, LW hEEREERm, KES THREER
5mg/kg/d, fthysEnE] 0.2mg/kg/d, (8 78)5 T4 108/kg/ixk, SEHIEM 25mg/d 1697 .

G W HRE RS MRS 16 M, BEBLRSGHK AL AWE LY, HEKRKE LS, %
TAE S FENEYT 19N, R FA TR TG, BFM/MRET, 2t 43 4MA)E,
B MR IR N R, 47X #isim 25mgld VE97, A M/MREIIIKE (B 1), {REFE
50*10%L PL k.

8 KT EE NS VE A A T IR T, AT DML G DhRE AL (R 7 ) &), i AOA B 57
i (b4 i @) DL R g I 4 B P LE 3 B B AR B (P 0] R = 7 T 2% 6 25 R TT . AU REIT
o R R B R A E A IR S AR s, TR R A E R, R SRR, IR
T M/NMR, BT S, {EAFEREIRTT BRE R
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PO-154
Identifcation and Interaction Analysis of Molecular Markers
in Myelodysplastic Syndromes by Integrated
Bioinformatics Analysis

Bingjie Ding?,Liu Liu?,Xinhui Shu?,Xiaoran Wang?,Jianping Liu?,Peipei Xu!,Hu Zhou?
1.The Affiliated Cancer Hospital of Zhengzhou University and Henan Cancer Hospital
2.The First Affiliated Hospital of Zhengzhou University

Objective Myelodysplastic Syndromes (MDS) is a heterogeneous group of hematopoietic
malignancies, but the involved signaling pathways and driven-genes are largely unclear. The
purpose of the present study was to screen potential pathogenic biomarkers of MDS via
microarray analysis.

Methods This study integrated two cohorts profile datasets to elucidate the potential key
candidate genes and pathways in MDS. Differentially expressed genes (DEGs) were obtained.
The Database for Annotation, Visualization, and Integrated Discovery (DAVID) program was
utilized to perform gene ontology (GO) enrichment analysis and Kyoto Encyclopedia of Genes
and Genomes (KEGG) pathway analysis. Protein—protein interaction (PPI) network analysis was
performed with the Search Tool for the Retrieval of Interacting Genes (STRING) and Cytoscape
and Molecular Complex Detection (MCODE).

Results A total of 112 DEGs were obtained. GO analysis revealed that the DEGs were enriched
in terms of immune response, negative regulation of transcription from RNA polymerase I
promoter, cellular component, protein binding. KEGG pathway analysis showed that the DEGs
were enriched in Primary immunodeficiency, Hematopoietic cell lineage, B cell receptor signaling
pathway and Hippo signaling pathway. Additionally, a PPI network consisting of 69 nodes and
214 edges was established. The most significant 3 modules were filtered from PPI, 10 central
node genes were identified.

Conclusions Using integrated bioinformatical analysis, we have identified DEGs candidate
genes and pathways in MDS, which could improve our understanding of the cause and
underlying molecular events, and these candidate genes and pathways could be therapeutic
targets for MDS.

PO-155

3R IR 2 ¢ B R E I T 4H RS AE /S I/ MR E BV IR R 3R

NIIPEREINE N
(G VNE S R

HE wll—, 5, 37%, 2018448 A “=J11 H, MEMELH 3 REEH L. WEM: A
YiHE 0.78x10M9/L, i kign st 0.26x10M9/L, ML 31g/L, /MR 14x1079/L. & HE4H
M2 ERENG ARG, EREVRL K EAZ LM, L& AA. EREVERD: BRENAEREICN, KR
IR I, RIWEZYE. 2BatEEARE TR, FERBESHEERE. 2M%EERGIT 3
H, SR, 2019 & 1 A47AEM% HLA9/L0 AH-EG & I T4H MR AR . A A4y 1] 78 o 440 o 1 i3k
EMAN, G-CSF. TPO gt EE. BiH+23 KEHEPHENAMMWEZR, HIMUIKT, &
BEBEE A R AR THE+28 RINAHSCHhEIaTY, #ME+35 R/ E @ HBT, BRE il
WMHIRTT 56 KIG15 24, M/MREFEEAEIE R JEH .

FE B, ik, 34 %, LWNEAMERERAIUR-M2 B, 4 ATHE IA 5 BT 5 E e iR 22
fiit, MRD FHM:, TLL CLAG T RMIT/E MRD %[ . BEBARLE] HLA FHA I8 140 A fE it
., BES ARG TR EAR . 2018 4E 3 H 15 H-F LA fhiE+FB3 ik, 3 4 25 H
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0] g HC A0 LT 240 MNC: 9.25x107°8/kg, CD34+: 2.54x1076/kg, F&HE+25 ki ki 4 g &
i, BiE+28 RIM/MUARERE. TRASCHBEMNGTT, BHE+40 Rifi/MRERE . SR 245 %48
S, EMEERET.

iR Wi B /MR FRSE IR

g iM/MREEA RIS TR EAR G IR, KAEZFN 5%-37%, FRFEEM/ MRk
ARESEUTE M, EEE&ER. FURBAE /MR 1R KA AR . RmER .
AR PRI . 29 EPE R . Pl /MR FEIFRUARSE . S IR —Fh O IRAR K /N A2
SRR F, B BRI . i BRI MR o b AR 48 R 3 R T 40
CD34+Z1 b fm/l, BE M G BB MBS R, B 3 inya 7 fa /i oi s i 52
IEH, FreRZ8 2 HEE2, m/MRAReEA . ik, SChsmmn/E a7 #H fE MBS R
A RaIT FB, B IE R RFEA R

PO-156
4 BBt B mwH % MR T LI EENFERES

IMEES

Wi 7 ZE 5 K 2 B A s = e A = e

BT S5 4 1 U I A SR D JE T st i B8 R 7 B 3 e ik

Tk BRAT 29 T BRI, Rl SR EC LR 9 B . R0 f S B DA A AR AE, WIS R
S LA . VB EEAXTENR 4-6 AT, SkEfiae 15~ 20°, LA EOE A, A
Wb~ R b R bR B . ANE R NRRUR S OR PRI B, ST R TE R B R T ks
5i Lo BE P BE S FL ST PO K5 L s TR RO L, B ENRRE 8 i, HUBF 2R B
NME, BB BIERIR, ARCKHER 30 B, SRS ETUKEL, IR Sk A Y RECIR, R/ L 3
AN . 1897 — A, BB, EAKE CT Box, MBSEAR, 3R & 85
B JagZaE, 98P EnE— IR EASE IR B3R SIS NS fEREAT 1:10 BRI
R IE BRI S S5 T I Sh i BE BOBRAL . BT TAL, 8 e ik B B Ak BB T 2R AT B
FRRIH L hBIEE RSN, SRR, FikEE S RRERaE, ArTAM. 6. ST
PR RAE I EE . ORFIR R R, TR WEE . ERY). A, neRdE kX e T A
B, OREFR A KA,

GR 2 31 Kityr 5 E, B IR R, & CT 45 uR: ki, Jokr ikt

S5 IR R AU T B R R 2 —, i 7 BT ST Sk I 5 A IR DR S S
AL E8 AP LA A A A AR A

PO-157

F8 EEXFHBERK SR HIED
&% A 5 F & RIS

SRAERH BRE W, T RS
E A R AR I 2 e A TR i <

HE X PV 14 54087 K Bk ok Bir S 3 i w4 28 A0 A BB AT R R BE R o0 i, 4R
HoF RGN .

FiE e B B DhREM e bR, BRI AR A RIS W, FKAE RSB B AT X E PCR #3147
FVIDEF N &7 22 BIM RN EF L EIGRI, FFEX FVITE:E ) B o0 1 R FA 3 40 B 420
¥, 14 SHRTARGEEY W, KBHoN 5 MR BTy (E14-1,E14-2,E14-3,E14-4,E14-
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5) . H AccuCopyTM 2 5 J& K #% DI HOR AT G4 & KB R A I S SOn A FVILEERE 14 5 4h
BT TEERA I R AT LB A B . R 2 B SO0 PCR X 6 MEHRIEKEE T (F
VIIUp226. FVIIUp146. FVMInt13. FVOINt25. FVIIDown48. DXS1073) HEATH AL ES T

SGR XR LA A SRS LK R 2 FIfiAm ASGIE#E 2 (1 FVII: C¥/hT 1%, Hi2WrAE
BUMAW A. BE F8 W& T 22 KA ET LHEIGEI AT, SLiE# 1 1) E14-4 Al E14-5 5
& 2 [ E14-1 Il E14-2 ZX PCR ¥ 1G5 UK AR W6, HARINE I F AR RN RA . KIES
PCR ¥ 8P~ 48 s FLVCRIIN 7 R LA ESE 1 FIJGIE 2 1 14 SAMNE 7396 KA BUR . Jeif#
111 14 FHE TR 79 DMEE, FFEAEMTRL ARl & AR AE 4 MU EERE: . SEiERE 2 (1) 14 ‘S5t
BAERR 317 MiEEE, FREWT R SRS HAEAE 2 DN RIEBRIE . B Fvk g R RSRIEE 1 %
JUMSEIESE 2 BRI N KA &, SEEDER U &8 A& .

S5 FVILEE (K1) 14 5 40 18070 SRk S BURE R AR FRL I A0 A

PO-158
MA% B B#& FO _ERANRMIEE RN BT 54

SRAEFH BRE W, T RS
g ST I K I 2 A o i < e

HE FO EPMIIERSEAE ¢.459G>A (p.Val53val) il c.711A>G (p.GIn237GIn) =275 Zilid i
M) B 225 B0 1)

e SR LR IE & N3 Fh e DNA, @il PCR(polymerase chain reaction). BRI 1]
Mg Bl ] . DNA NG ERE S TV BRI E S DNA B A BRI g 20 J50kE, fd 58 S
AR TR RAF SCHR P IR IE DR AR ) E A KL K TR el N S AR mRNA; 3%
cDNA J5i@it PCR #3450 M= A By I EL45 & By 82 40 M 1 20 T 9 B R 2R A0 5 6 Sk (1)
M) .

SRR E AR BRI ¢.459G>A (p.Vals3Vval) fETEIEH B B R 5 B4 EF
WEIY], MRA . 711A>G (p.GIn237GIn) R MBIV siiH o, FEHAE ¢.706 Ar s~k T Hi
BB, BTN AE ¢.459G > A (p.Vals3Val) Al fES#E c.456 Kb A #r BT B i, RA
C.711A>G (p.GIn237GIn) Al EEHY SR €.706 7 sifWBYHE, [FIR o] BRIk ¢.723+1 {7 B b5y
B, TR c.711A>G (p.GIn237GIn) , A Hr4s R 5 40 2 s i 45— 3.

20 UVIBRRAR c.459G>A (p.vals3vah) FIPLEREAR ¢.711A>G (p.GIn237GIn) Y] il it s
BYUREREUH . A2 b 0T LAE i B T B B SR T R 948 v e 5 80 57 B )

PO-159
SR 4R R Mm% & H DIC BEIFE

PUlRv 3
HE RO 2 R B B2 2 e B I R e

B B R0 S R ki i s va T A (R 3 DIC B3 B, PR RT3,

FiE EEUARRLE 2018 4F 1 H & 2018 4F 10 iG 1 36 4 Stk R4k 4 iy (1 1fs & 9 DIC BB, %
DI, REFAR A R B 4 L it

SR ROV RS, 36 BlEE T, 34 Gl E 5 S, BMIhRe R IR Bkt LB R
WAE I, JRIT RS 1 BIF RN L, HRCERBET

0 Sk ELRAI AR A DIC KR, EVIMERE, KB A Ry B i, ARG
¥7, JEINEEE R E R, A DURIE B AT BRI EAT, J b R RE R B, T RIE, R
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S E AR, FERIET R,

PO-160
B AM/MRERRREERRMRIGT
e Bt m/ MR AER T

PR, 2 P % R, 0 SR, 0 XISETT, £ 55
KRR 272 — P = e

H B BRI E AN/ R (rhTPO) B A B B2 T 3R 16 97 WA B e PR /M sk i (1ITP) 197
Rz 4t

ik ¥ 73 Bl ITP BB BENL D R4 (53 B FIXFHEZL (20 1) o X {820 & F W e o i
FIRIT, KBRS Img/( kg-d) I IREREE St ZERFA SRR, i F e fa ok Je A F1 IR, PRk ek = 22
BNERFE (<15mg/d) , JTFE 4 & RIS AR IR 2 AL _EIBCS N A rhTPO 300 U /( kg-d) , K7
TS, SRR 14 d, RIS 14 K, 24 PLT2100%109/L B¢ PLT 4% T E=50x109/L %25, 4y
MFEYRITET S JE R LI AROK ST, I B AR PR IT ORI AS B o

SR WARFELEMN . R VIS /MUK Y RS % 2 5 (P >0.05); X HEALAAEL,

REAHM AN (CR) FIEF W5 (84.9% vs 65.8%), =744 112 X (P <0.05); 3k CR K
g, RIS IR AL /MR B(PLT)=50x109/L (I 8] 43 51 J9(2.4+1.6)d,(5.0+3.9)d; i IfiL /)
Bit% (PLT) 2100%109/L FIFIA] 43 59 9 (4.3+1.8)d,(6.5+3.5)d; HARIRZH . SR B 2 M 5%
W, KZHUEFHZ R

2 rhTPO BLANE K UM EIRIT VG ITP BE T Y], RAGRE, SRR, A TiEH
W ITP B3 T AN ARG &, EREIRIR EAEA—ZI0T7 7 4.

PO-161

ALPS 2181 ITP &%k DLBCL BI#HR?

TR A AL, 5K
(G VNS R

HE R 1 B8 TP B3, 454 SCHRIR IS FLFE AL AR S /A mT Be s BEALH .

FiE BET xx, Bk, 48 ¥. 16 FERTZW TP HME T EWERE, & BT AN
255 13 ERTIZWON L Jetk AZ AN IS 2 5E, HFIEEARE; 2 ERAEM/NET B19 BYL, EER
ALPS. K HEAERAT IR K 3 H, 47D E2 I DLBCL, FR7E IR ER e IRk B4 ke
gEI R, W D) RIEK B kR (nsb #1) . & R-CHOP #i%fbyrik CR,
2013-8-6 HULL CEAC THALHER) H A/ & I il 240 it . BAEJE4h T b 7 OLE 2 Ik, Bz
D IERR . EIT, EFES, DFS O 54,

SR HH i (AD) T REE NHL RAERIERIR 2. AD B KA NHL LRI R m, K3
NNIBZIX B 4HiEk S (MZL)FI DLBCL. 1H ITP B /e HAB w2 i3 ALPS F1 DLBCL %
o ALPS & —FMENF I S shiaih, 2K TILE. 4 7T0% /) ALPS B fFERRIRAE, JL
FHT RAY B Fas ARG T MR . #id 80%I1) ALPS B A77E A S Piik, FH Al
i R AR RTAFAERAE . 5T AIHANTP 4k % ALPS #7454 DLBCL fIfLHl. IEH AT T A B ik
ELAm xS s P A S BN, AR E R PEIGEE s R RELE, T MRIIREZ M AP TER, S8
XF B Y S A S, BEm SEURER R A, WER KR, Fas ZARFIEC/K FasL &R T 40/
BT FERZE. EB Wi L FEURHRE, ©5FREBAMMERRFAHI. T AThagdhEe
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SIEMER R EEEKR N R, FRHAES L EB WM EH . XA RA MICHKER EE EB
WEACTAE RA MISEIMRER BB KT . ik, EBV ATAER RA AHISCHEEIR 1997 R 2 5 K]
T. TIEHE AD EIVE A T 5T

2 @OITP B4 54k ALPS F1 DLBCL J&— ANkt f2, M al. RyEAE sy, &
JE ik 7 DLBCL MZLZUEAR S, SRR B 780 B9 M @Bk 2 AN HAth G2 #0561 751
K A FI FH 24 mT Rt i NG A AR A (R AR s D U G 4k 750 2 FH 3 B0 11 22 Ao 2 IR 4
Rl 218 EB REE AR B ARG, WREE S ALPS OBk B ARG

PO-162
CLL B Allo-HSCT R#k % HkE
KL/ D RES R R X

LR, SLIMHE, 5Kk, 7K I
(G VNE S R

HEY W 1 BHaE S CLL B3, 7ESLHiF4s & HSCT 3 45 Bt B p A B 3 i, &
DNGYT 3 45 PR BN D o AR SO H R e Va7 7 VAT b, X e 2 B
iy DRI R T U0 18 R 28 SR AR AE B T A v R R HEAT WD R )

FiE EEY, 40 ¥, 2010 4 12 A B HEZK: CLL-I 4, Thfgdl. 17 FC AR E &
HREGAEDRAS, EREIRIRRS 2 A, WAKRGEE: SRR EIAATT . RIERE R, HiR
FURATR MR IT IR . 5T 2011-3-25 1T2R 40 HLA 2GS M T4uMstE, i s e B
‘B EEHR N CLL #7482 CRIMRD(-), STR 100%. 2014 £ 7 H IR PFEE, /MR 7x10M/L,

T TPO J 2, I =FRW B, FHEMA, MRD (-) , STR100%, # &4tk HkE, T
MSCs %y 5RIIFA - 40mg/ REJE R RE, M/MRADTE 4-9x1079/L, FEIIFAIRZE 10mglk
YekF. 6-4 AP fIER . HEMEIKS MSCs #il5s L. 2016-3-11 4 ATG-F (5mg/kg*5d) sk
PR S SR JEA A I T+ 8. eS80 RIM/MREZR, MBWKE. BiibEYT R IER .

2018 4 7 7, HF M/ MR FE, FFlikE % 10~20x1079/L 2 [d], STR100%, MRD(-). 7ERR4MEEE
RIS SS R T AR E S R B R R LR, [FIR SE 38 T AR T RS P 11 B vl L R A
W, =FH¥IR WAS LK p.P460S 445848, CDANL JE[H p.C1175Y &4, PIGT
p.PI94L J 459878, HIRIZEF M RKIE., WS B F B BB WA e, GERIRIT G
W, MRS, FFEIEH.

SR EEVIRES, FRELIEE.

g XTHEE CLL &BHiA&E R E HILmA s b R, EATERRIMA R RGN R 2 )G,

I FEEATI, ORI TORIE TR R B R R, RBATIRAL T B S W AR T EES. EFE
P AR AR R B Je R BE s i N, AHIE S J IR R, B IR0 1 e S5 407 Tisb 38 K F 1
FHOC? RIRFG BB B R T i 2 FRATHEN bk 5 PR 9 AR W] R 7E SR AL R by 7 . AR Tidd
PGB SEG OL R K. TRF 2 W B RS e A T ATG TR EE, JE 4R FRH
DL /MR T B A 2 Allo-HSCT J ™5, 87 L RTRR],  HEN AT 585 T BE IR SR AR DG . 1K
86 v A 15 T3 — PR SR
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PO-163
The Th17/Treg imbalance and fatigue in primary chronic
immune thrombocytopenia

Yang Li
China-Japan friendship hospital

Objective Fatigue is an important symptom for patients with primary chronic immune
thrombocytopenia (ITP). However, the biological mechanisms underlying ITP related-fatigue are
unknown. This study aimed to determine the relationship between ITP related-fatigue and
Th17/Treg imbalance

Methods We assessed fatigue in patients with chronic ITP using the Functional Assessment of
Chronic lliness Therapy-Fatigue scale (FACIT-Fatigue). Peripheral blood was collected to assess
Thl, Th2, Thl7 and Treg cell populations by Flow cytometry and to measure the levels of
interleukin-10 (IL-10), IL-6, IFN-y, IL-4, IL-17A, and IL-13 by ELISA. K-mean cluster analysis of
Fatigue scores was used to distinguish patients into two groups: a mild to moderate fatigue group
and a severe fatigue group. Independent sample t-test was used to compare means from the two
fatigue group. The relationship between Th17/Treg ratio, Th1/Th2 ratio and plasma cytokines,
PSQI, HADS were analyzed using Spearman's correlation coefficient, independently. Chi-square
analysis was used to examine statistically significant differences between categorical variables. A
p value of <0.05 was considered significantly different.

Results Thirty-seven patients were recruited including fifteen men and twenty-two women aged
between 18 and 65 years (mean age 45.6 + 12.6 years). Participants were dichotomized into
severe fatigue (n = 12) and low-moderate fatigue (n= 25) groups. There were no differences
between the two groups stratified by fatigue severity with regard to age, gender, disease duration,
platelet counts, comorbidities, and previous treatment regimens. The ratio of Th17 to Treg was
significantly higher in the severe fatigue group compared to the low to moderate fatigue group
(0.30+0.25 versus 0.42+0.21, p=0.038). Plasma IL10 level was significantly higher in low to
moderate fatigue patients than in severe fatigue patients (1.48+0.51 versus 0.91+0.47, p=0.002).
Furthermore, plasma IL-6 level in severe fatigue group was significantly higher in low to moderate
fatigue group (2.08+1.28 versus 1.49+0.51, p=0.019). In contrast, there was no significant
difference between IFN-y, IL-4, IL-17A, and IL-1B cytokine concentration between the two groups.
Th17/Treg ratio correlates with plasma IL-6 levels (r=0.407, p= 0.013). Higher IL-10 levels were
associated with a lower Th17/Treg ratio (r = —0.408, p = 0.025).

Conclusions Our preliminary findings suggest that an imbalance in the Th17/Treg ratio is
associated with the fatigue severity of chronic ITP.

PO-164
AUBEYE, ZSHLITHERAANBS FiREHNPE
SRR E AERM ISR S R GRS EIHEE

JEIE 5 % Mg E
A RHOR 2 [R5 5 2 B B s Bl AT 2% e

B 5T R E R ECHE M B2 W RFERIETE S, ArEtE. 20 RAAPEN NN T B Y mife
Fr (TAT. PIC. tPAC. TM) J5 2k,

JiE ARPEI NI ANFHERR AR e EL 7 2016-2017 4E17], 4= 6 RS MEERK5E2 DIC B, Ik
EH AP D1. D3. D7. D10 MImKRZERIAISLIG Ei6br, 38 MEL. L D28 FET X &Rk,
ROC Hi£kiF{t CDSS. ISTH. JSTH. CDSS2.0 (2 Wr%khe: LA ISTH ¥F5 NARNT & hriE, ROC
8 PPl CDSS. ISTH. CDSS2.0 K2 liaihe. s D28 RAEFFIRE, FIH I logistic A
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A58, RGBT ORESE, VA Tl 2 Wi i 8

ghE KRR BIE 423 N, ERURGIE 319 A, HoEMmigon B 114 A, AR
WO 205 N (R B3t 2hi&mmph JSTH (65.79%, P<0.05) . UL 28
RICTNAXT bR, ISTH IZWHEBURIE (77.3%) ARV (42.4%) ¥ Mfm: ST OR {1
7~ JSTH (9.955) ; 7£ ROC HiZk /3 #rd ISTH 1) AUC fiximr (0.599) o DL JSTH PF43 AT 4
FRUERT, CDSS2.0 HIZWiHBURE A S (86.7%) , CDSS Wiz it E (87.2%) , 7 ROC
e sr#rd, ISTH ) AUC e (0.850) o fEAREME MR B384, 2Bi&Hmr N CDSS2.0
(40.97%, P<0.05) . Lh 28 RIET NN &rdE, CDSS2.0 MiZWiigus & (78.4%)

ISTH 2 Wie S i (84.5%) ; JET- OR {H iRy CDSS2.0 (3.460) ; £ ROC HhZ s
CDSS2.0 1) AUC fxrr (0.728) o LL JSTH VP4 NAHNS &hniERS, CDSS2.0 M2 Wt i
(82.1%) , ISTH WMk F & E (97.1%) , £ ROC Hizk/#r+, CDSS ) AUC &
(0.814) .

2 N T s DIC RHIZIR, GYL20 T e g Hi DIC & WibrEd, 2RI T A 9h
NEFPUIFEFRE) CDSS2.0 Wir R4, (EckE Ak M & 12 Wik e AT VAR A Bl 7R
R, X My 8 B ORI, AR BATT 75 5 2 1 RS SR v i VP A iz W ake s IR
FIARFIN - FARMCZ T i E DIC BUr R4t H .

PO-165

—Inf B RERTT AN 1ITP MO ABIEKRIAE

g IRLL A, v R, 5K, = 7, S, 5K
(G VNE S R

B G el IR E (ITP)AZ I PR L) F 9% Pt s, £ ZERIUN L/ IMR IR IA IS 2,
AR . BT ITP MUEIE 2, 4 U4-13 BE KRB RNE MG 1ITP, UIGIT, P, Hil
REAE W RI6)T. (HF 20-30% ITP S XFIX e — 23697 LR H HiH 2 b tn 3 di ki
ER TPO ARSI — 7 ks, (HAMRITRER K, KEPITRCE RUEE, 7oA & 5
FERAE PUEBHLIX BB 25 AT RO, BRI 1 H iz R .

PEP BEE /5N mTOR 15, SWFLE mTOR 454, BHWT T g 2 HAb4i it G1 1% S
WML, AT T REAUfiS L, thANETTHE] B 4ifurs A bk, T, AR T —
PG 2 LRGP ITP (PO BB IR PRIALS (ChiCTR-ONC-17012126), B {EM %275 % 5]
SIHEEYE ITP A Bt M 2e 4, RbOfE 2018 48 8 B Z I RIS W B 50, kG &
PEK T REVIRS R, AR T NG R, R T B A KT AR SR

FE RN FEERMERA; IERMIZ AR 1ITP (H/ MR <30x10%/L) 3 " EH4 5
HEFRIAEES . BAT R, PP A 2mg/m2 R LR, WA 253 5-15 ng/ml. EARPE
FEE| =AH, SRIEHIE 0.5mg/2W iR, B e U B S A iR B iR AR AL .
TR TRIE TP i29R 8 M britk .

g3 2016 4 1 HE| 2019 4E 1 A, A4l 160 &, FAER 43 (7-85) %, Bk 4161, 5
25.6%, Ztk 11961, [ 74.4%. H 66 Bk RE %M, 5 41.3%, 36 FIHER, 4 22.5%, A&
N FH 63.8% (B 1) o FHFEE AL RN 19.3 (7-84) K. BV, 10 B LT M
75, 9 B AG S, O  HBL N B2 Ak, 4 BIRTFEE T, 4 (]S 28, 4 3100, 2 R4, 1
B (B 2) o WRAE WA R R4 bR dE CTCAE 4.0, FTEREIWEREIN 1 -2 4.
2w HuTMBE R RIER, KAH 64% MR TE ITP BEX T A A5k,  BEERE Ui R 2K,
i SLEGYT ITP ) CR R RIX A, KETF SR EE, HFHEERIAEMEAER, 4%
DL 2508 75 AR G 22 ot A B LG R ARG 0E— 2B 36 01F
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PO-166

MZEBRRKATRERAT RS MARS 1 fHREHCE >

TR B TR R BN T ORI, XS, R I 3, K S 7 R B B, 5 0 3 75 0, R R 22 5 5
Hfa NREERE

B B SRR M A0 58 SR % 8 BT & B BRI T I R 2856 577 3L

FE T —BIIRBEIZIE R AW B F e ia &ad, HmIdMHSSCIRE >, TR I A&
WIRFTRIT R . BE LM, 44 B, HFPERAETE RIGYT 5 ML N VAL 3 KT
2019 4 2 H 7 HABE, AR WDURPK, RTAREEE, A0 R s, JmiB . S oA
BRIk, TARErE R eisaizy, e, B, 226 77 6, T 2011 F/°% 6 1, 7=
JE R, 2k, SR F . AR MLF s HB63g/L, H 4l A /MR IES ;& ifilAH
FEAR:  APTT BIEIEK, PTIER, MRVIREFEPERICE 1% (EHEHE 80%-140%) , kE
MR FIX i A XU IE R, S DA XS g g% . APTT Y IERK B8 APTT ASRediIER
Mg IF . #eifn e FVIFHI4 & &4 70.4 Bethesda(il # 1 <0.6 Bethesda). FIf4=TH. R4
. HEPURIER, SR T E R R IR . ABES TPVIE . AUUE. BnEEE 4
Y. WEE. NREERE A, Rl RIS R LA T .

SR GRS THRERNE T B EEY, BER AN REERE ORI R B AR
i, 2 APTT {HBHE ST IEREME, S&THB 1 BB ERRAERTVI K M, =R MR
i, FHREBEELAME, ABEERSG T LRGN, R4S T R %8 B G Hslt aayr, &
HHAEE L, SEREFE, 9T 49TRRE, A R IR R A, R APTT IEH, i -7 VIH
HIW e B N 4% 0.8 Bethesda(IE % {E<0.6 Bethesda).

g MM AT Bhs EERIATE R b, JERRPUE, ABIEESS TR Bh
A BRI T Ja , eI PR VI G492 O 1R, 30 36 DR ICA PR L 6 T 3R 15 1l
K AT AU AN 197 28

PO-167

M AR R IR 2 BX T BERARRIERTT3

TRER, KR 5
P IR AR 2 B e S DR e

H B PRI A 1T B 3 AR AE i A PRI DG T 498 Hh (9 B FH R AT I R 3L

& BT 2013 45 6 A % 2019 4 1 H 8 BilH:52 AR 01T B 3 1) LA MR OG5 48 J8 2 I
IRTERL, BTl BB NS FARRGR 22-58 %, “Fi4(31. 7+11. 0)% . FrA EE L NN
K, BEIFARMBRGRSH (T A0 R FEF ARSI E &G T ) PR RE M
R IR 4ERETE 100% /4 47, ARJFHT 3 RYEFFTE 80% /44T, RJGEE 4-6 RYEFFTE 60%/A 4, RJa
5 T~14 RUEFRAE 40% K47, MG BWHRE 2 20%-30%, FEHEHE 517 15 I Mo 47 18 i A5 347
B, KRG 3MHWINBARE . FH Smith&Nephew 2 FEAR(GI 1A 6 1, Journeyll {44k
1 fl), Stryker A% NRG Btk 1 fl. AJ5KHAHLRFSMEHE BT (HospitalforSpecial Surgery,
HSS)RIEH PR S B % it 2x1F4r (Knee Society Score, KSS)IFALIEITTIIRE. Ji il B 1
B, L EFARIFRE .

5 8 WIRAFRE YT, BEVIRA] 5-70 N H, “PIE8+17)MH . JE IR ARHT 18.7°+11.2°05
FEARIRBEVII 8.7°£6.2°, HSS 14 AR FI(48.8+19.2) 7 215 £ AR BV 11(76.8£11.4) 5, KSS Il
B4 R BT (40.1£14.6) 40 32 6 2 K VKB ¥1(88.629.2)4Y, KSS ThAL T4 H A (38.6£7.6) 5 4
AR KBEI1(82.418.8) 77, FARMIEMZERARIIFE L. REHIOCWEIIEZE 14, R
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7 LAEATIMAAR.

B AR AR R MBI R, BT AR, AR IR
B S8 2 LA AR BRI L IR 30 DAL BRI DA T SEEAG t BB
R TS0 2R S BB 4 SRR SR BRI T B AR L TR B . XTS5
WO 4, RERIAL IR 6 R T R T ORI 1 5 R fr, AT T EeA
L

PO-168
MAZRERER P RITEEMXT ERARBTHUNE

TRE R, TR 5 7
P R 2 IR 2 g B s s = e

BB PFAS THA Y697 I A0 P B 5T 2 )2 I R 28

JrE [EEE s> BT 2013 4F 2 A 3 2019 4F 5 A 9 6l (10 f55) $252 A5 017 B e 10 I ACH PR 5G4
BEMIGRZER, A EES RS FANE 21-38 ¥, “F1(30.616.8)% . 8 i AH
R Aw, 16EE NI AR . % Amold and Hilgartner 432%: IV 2¢ 3 %1, V464l BIFA
WBRTES%H (HFNAR R B T AR B R &R T Fa ), ARG R B I R 94 5 4 +F
£ 100% 47, RJGHT 3 RUERFE 80% /4T, RJGE 4-6 RYERFE 60% /A4, NIGH 7~14 R4
FRTE 40% /54, BLEZHRES 20%-30%, FEARYE S| ME L B G oL T FHERE. FAR
KT AT AMUBRAEN 2%, AR AR . AR 5 WA S I PR i PR AR, ) e I
RIERIRAE . RGeS0, Harris 18450 B EEE L. ARJG IE RS IEE FAE
TR

£ 9 ] (10 #) ¥WIRSEEYT, BEVINTE 2-76 AN A, FH(36+14) N H . R EAARE SR
£ F15 560 ml (400~1800 ml) A1 600 ml (300~3000 mD) , ~“FiyfifiE N 6U (2~14 U) .
Harris VP2 IR FTF45 40 7 (17~6143) BB S RIRBEVIR I~ 91 4)  (72~96 40) . AT &
IR KN, TCELA 7P B, Aiash. BiEfi. BOTER . SO IR AL
IiE o

258 THA J2I6I7 AR MO R G 8077, WA BRI OG5 T hAE - R i
KR, PRIABE AR R . RPFAMIBRIEA . TUR Ak i 35 25 DL AR T 18 A )i
SERY IR ARG PR A GG T Th RS et . A BRI AR ML K T B AR F AR B, ML A0
PEBEOCTHT RAT N TR B ARMEER N, NFARFEARERIM R, TELWAFARBBAHAE AR D
B & AT -

PO-169
Cytoprotective and pro-angiogenic functions of
thrombomodulin are preserved in the C loop of
the fifth epidermal growth factor-like domain

Xiangmin Wang,Bin Pan,Lingyu Zeng,Kailin Xu
The Affiliated Hospital of Xuzhou Medical University

Objective We previously found that the fifth epidermal growth factor-like domain of
thrombomodulin (TMES) exerts cytoprotective and pro-angiogenic functions via G-protein coupled
receptor 15 (GPR15). TMES5 is comprised of three S-S bonds that divide it into three loops: A
(TMES5A), B (TME5B), and C (TMESC). In contrast with the A and B loops, the structure of the C-
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loop is similar to that of epidermal growth factor (EGF). In the present study, we want to
identify the minimum structure of TMES5 that exertsits cytoprotective and pro-angiogenic
activities in vitro and in vivo.

Methods Herein we identified the minimum structure of TMES that produces favorable effects in
vascular endothelial cells (ECs). We found that TME5C, composed of 19 amino acids, but not
TMESA or TMESB, stimulated the proliferation of human umbilical vein endothelial cells (HUVECS)
and human hepatic sinusoidal endothelial cells (HHSECs). Matrigel plug assays showed
that TME5SC stimulates in vivo angiogenesis. In addition, TME5C counteracted calcineurin
inhibitor-induced apoptosis and vascular permeability in HUVECs and HHSECs. Western blot
analysis indicated that exposure of either HUVECs or HHSECs to TMESC increased the levels of
anti-apoptotic myeloid cell leukemia-1 protein in association with the activation of signal
transduction pathways, including extracellular signal-regulated kinase, AKT, and mitogen-
activated protein kinase p38. Importantly, TMES5C did not affect the coagulation pathway in vitro.
Results The cytoprotective function of TMES5C was mediated by cell surface-expressed
GPR15, as TME5C was not able to protect vascular ECs isolated from Gprl5 knock-out (KO)
mice. Strikingly, TME5C successfully ameliorated sinusoidal obstruction syndrome in a murine
model by counteracting the reduction of sinusoidal EC numbers.

Conclusions The cytoprotective and pro-angiogenetic functions of TM are preserved in TMESC.
The use of TME5C may be a promising treatment strategy to prevent or treat lethal complications,
such as sinusoidal obstruction syndrome, whose pathogenesis is based on endothelial insults.

PO-170

P % 1 BERR 1 M 4T & B PRE & H IRF# Rk ST A FERL 1 i

FRBL A KRB, MR R
HHRRE SR — BB

B B R0 B M AR P 4T 8 (1 JRE A I ROR 32 AR T s v

FE F—5] PNH & JF SR % MR R 51 51 SCk & 2

2R BEEIX, Y, 298, G AESIERS 2 K7 F 2018 4 8 HURNEH AR K5 — ki, BE
fE: 10 FRrRBUMATAID, RIS, BBRHAS 20677 . & s, T3, BRI
By, WU LSRR, XA R, AR 4 9%, ZEMIBARNL 5 2, TURS IR
SFIEHXTFRSI H, XU Babinski fiE. Chaddock fiEFHYE. 4HBAfE: (40 5.62x10%L, 2418
2.18x10%2/L, ML A 53g/L, M/ 144x10%L. FFL): MAHZLZE 64.1umol/L, [A]3EHH 402
60.8umol/L. MZILLAMIE 73 bt 4.00%. MRS M & H 236mg/L, Coomb's X% [, PNH
WA i Y (SE4BhiR) 73.21%, KR CD24-Flaer-4Hfi i 98.01%, Hi%4
fit CD14-Flaer-4iffd 5 95.16%. iR AR 25R.5 46%, Mo AL
E4hREAr, AT WALH 2. TR . EIR RIS, SR 16%, R4/ N, &
SR XY R, v W YL . Sk AL A, TR R A AT AR, A AL
WA A VF I R S R P8 2 OB, A R AR IR K . Sk MRV $oR: BRIKSE IS (2R
F. EMBER RS « ZEEELEN PNH &Mk k. 4 TEMIKRBH. ikt ¥
Pl FE S 0PRE SCRRVRTT, YRIT R 3 KU RERAKEMIE, FEFWGT RIS, Hek. 2019
E1 A, EEMSWEIER, WNEIIRE, BIIE AT,

& PNH &3FMemRAEZR T (19. 3%) mE TR (6. 2%) , ZEEILTINEERA. i
FedB A ART B ko L, I E R A AR L. B AT PNH &9 B JORSE M {UNE BN R
ki, HUEAE. AOEHFSTRRIATUE REF. PNH BE G I P IRXME RGUER, 21950
FEBK AR TE R . H AT, PNH B3 mERRES rIAUH] A as 2 A ) d TR 3R A 3 . WA PNH A%
(1) v DR 2 34T TBH o e PR AT BB 3 B T KU 1 A 2807 ¥
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PO-171

Al PRI AR TR & B E 1 B RS S

HRIRIE, S B, 5K 2R3 A R R e
P R 2 IR 2 e B s s = e

B 50 Sk LR i (s (APL) 5 36 7 i R iR ik ZE IR PR 1296

J5iE BEE ST 145 APL B35 7R 75 ST i H BT 26 BRI RS 18 B SCRE )

R EET, 31 %, FAeSHARK 18T 2018 4£ 10 A AR, ABi#iik: #TMH, e LtE
i, A R WS SR BE . IfH R WBC 15.7x109/L, Hb 105 g/L, Plt 39x109/L; #EMLThRE: %
BRS-GBS 1] 23.6 B0, £F4EE AR 1.3g/, D —3%Mk 4.41mg/L. OIEBAR: =R
R, AU ERFIKINAERAK. BB SR RO 2 0 7w R4 R4 5 95%, PML-RARa il
AHEERF LA (ber-1) B, H&H#E FISH: &WE|t (155 17) SAE RN PML/RARA fl &35,

A& RN 97.5%, FLT3-ITD R4, 250%. HEE4k: 46, XY,1(15;17)(q22;q21)[20], APL &
WA T 4E R (40 mg/d) BEATERER G S4bIT . 19T 3 A, VRSN S, M CT
KEPESTH, 4 RGHiHolagmEemm, i, M. S, MM, #5ERINE, A
PR FHIRLEAIETTRE, T3 e IR OIS, THuUR S eI, 10mg/d 1697, 2 RIGMIRA
W4, W D-Dimmer. LDH B Tt (D-dimmer #x/& 177.4mg/L. LDH & 3681U/L) ,

CTA /RIlishiik E&#I/R L KN AFRBEBE, OB OEE R, 0. ZRINRE
SR, U R S OB A DL Ag, DR /MR R 4R 4R (R, A e, 454 CTA 45
R, BIEREMBAK, KREGEIENGT, TWERERYT, 84, WHIRIGT APL, &
H M. BRI Es, MWK E IEH, D-Dimmer. LDH R, 1 A5 E &M CTA: filishiiie %
ATt A e 0.4ml bidx5d fikE, fE¥FEREGZ 15mg bid HikZE 54N H, fizhiik CTA /R
MARTEAR, 4EHFIR. WA G IEGYT APL, ToH Rt 5%,

e APL BE KW RIAZ KATEER S, G4 RS P Bin T ie A Rt i X
K, AEIMAR AR R R TR Tt A0 TN AR T e e if A APL € I AL i1 35 L 11 XU E 3%
YL, VRS ERPAFERIT L E, ERRAHN, w68 T UG WA T X3 .

PO-172
AIMEF X #PBIFIaREE R
TR AT ST, B
i 2R

B X FXI S0 AT Tk R Al — 2k, DAHDA I T3 AT AR 254 5358 Sk

TiE AL AR FXUMEI RIS R, AT IHNE S, TG

ZR HATH FXUAWH 0 i, OUZBRIGIT, Bidk, RIRE A FINHIF
BESZ I #RHAT AN IR AL -

5% FXI AR PTEIILEL &, H AT XSGR T s B R, A 225tk A — sk
Il PRAE o
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PO-173
{45 CD72 FHERA SN ITP B B M 4ApaaY1EmE
Fn /R A

VRO LARTN 2 A S0 LA R LR AR
1.5 77 BB R 2R BRI B Bt
2. A b X5 — N RS e ML v

HE IIH ITP 3 CD72 RIARIIGPRER S UL A JE I B 41 M 386 5 A I/ e oy e 7= 25
a-AR

FiE LR AR 11 Gl a iz i 1TP . 7 G1iGI7 e e . 19 Bl Bt s hige 72

M4 B 4l CD72 FRiE/KF.

2.21 BIFFELEEE W ITP. 13 BIGYT G 2R (TP [ 8 19 fidt B {1k 3 sl g 1t 23 it J s i b

MEEANMZAMIZ IL10. CD40L. BAFF Hli#E7%, A CD72 Gtk [F& Ryt . Brdu A

VR A B A0 E L AF . ELISA SRR _F 37 v NSRS S A

3.AH THGE . B T RS SE it 07 .

HR

155822 TP ML, FrizWrskirst: ITP £ B 418 CD72 Rk thpl i 23 = (86.9%+6.8%

vs 75.1%+11.4%, P=0.018) .

2 WS B RREE ITP B I\ CD72 8¢RI B Pk Rs 77 B 41 MU 5 R Z= (H %0 9-0.57%, T4uit i

FEE (P=0.65) o ZZfFH] ITP B3 son MZH 25 I AE A R 2540 T, B AU i 3 o 1B 35 AR 4k
(P %34=0.60 1 0.11) .

W B RE S ITP BE M CD72 s[RI Pk it 77 i A L/ NAR BT AR KT Z A8 3 B0 -

7.997 ng/ml, IgitEEMN (P=0.17) ; S ITP Bt A CD72 TR, LigH i/

PRI TG 22 B (P 4071=0.95 1 0.86)

S SR ITP AL, Bk ERS: ITP B B 4 CD72 FiA/K-Fo S8, (EARSMmA fufi

TF-Hi CD72 5 HECARLE & A2 TP B 1) B 41 M G A /MR 42

PO-174
mi&*xEE PICC EERH ., LBIREIKMENIFEES

Hio
HE RO 22 [R5 B2 2 e B I R e

B B 0T 0% 5 PICC B8 J5 & AR b B 5 ok I AR F Ji D] B 47 HE ) 55

J7E [EE 2018 4 1 H & 2019 4 1 A WilRIZEFREHERL 1) 108 117 PICC B M Il B h It K
R E K AR R 7 BRI A RE, pT iR R AR R R, RS R i

LR AN 108 BMBUREE P, PICC BEEIEK FRESEKMEKEESG 7 #1, RN
6.48%; 7 I K G RE KR EE Y, Kb e EEa 36, EEEE 2 6], Z2RWE
BEIRE L4, EBENAE RE AR L. HrPIRER PICC &G 461, HAth 3 Hl#E 4t A R T it
Tt 5 B UT e, FrLLSGTEkH PICC & .

GER IR0 A TR R T R R IR 2 T A R . 4 ERIRAS . AT 2R K
SRR, AT LIRS A 0 JE R AT MR 26 T U il A BRI RORE . HFEEEARIA TERNT
i, BERTRPTEREEEREAR, BERGHRSEH EMRMES R ARIIRe A, w1 PR
MO B RSB IAR I, K PICC BB IA], {8 R 1% K 0 H
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PO-175

1 GRS A & HERBk IR RN B IR G A M s B4RiE

ARFE TN
BRI 5 2 XN REERE

HE B8 1 P EmAR A (AHA) &3¢ H B Fue M M IR G H i 852 I R 70 Rk 5%
2R, AR A2 IR R .

FE a1 B E SRR B E IR AHA & 3 T IS K IR T8 B R G 5t I P i AR
R SCHERRIE , XA PR R 2 RS IARRIL 2 ANa T T8 .

R AHA 25 2 o IR F Eor LA = A e i R VIR B S Bk S 2500 5 W Mg, At
K, ZWFEEN 270, REWMA. HWFEEE S e tEgom . SRS, 29 50% 1
AHA EEBEAE SR fd e, H s B AAL, B UM, BERs . AHA B A7AE
P F e AR T R 2R . AHA B3 IR Y7 BLFE R AR ATT « IR VG 7 A S s BRia TT, ki
R E T UG AT BE N EE AR AT ) o AR RS O — BRAR A AR Aot DAOBUT B ik AR T
B, BERREGE MO B R R, ANA BuikasipavE, PUBEARPUIARREYE, THEHAT MR E. &
APTT AT HEIEK:, ifn 3 ki K FVIEYE( F VI: C) P&, FVIIPUARE 32BU, THEZ R 37
M ( CTX) BRA S D RIMf Bk A k. Jay7 A, B ISR Kt i, TR EKI, fiE F
VI, B iR E AY(PCC) 1k, ik, RS mppa 0, B Ihae k& 1w

2 AHA TR, SIFFRIKIARTE SG AR W, 697 EARTETT G . 5 B B R 35 7 ol 5 [
I AFTE IR GE B PE . AMRTR YT S A B TIR 7 1 S

PO-176

R EmMpraTrXERMAR A BE XTHTRERPEITMN

M T T Rk B ILESE REOR BRI
N T MBI TR $20M T A oG TR AN REE B

B B ST S Ty vG 7 FE A AR A R ST T RE ORI FH BT 2K

ik R 2016 4F 1 H & 2018 4E 12 A A3t 21 Bl E R A% A BEIRRER, B2 REE
H VIl HF (rh-FVID BTEGETT, 347 3 FEMUEE, BV B T H A OCT ThRe i, W5
HHHAIR) R F R (0 22 M R 75 Je R 22 31 S s X OGS T BB IEA T VT A o

GEE 1. 21 GIEEYINEE, PAER N 8 B (1-17) , HEZWEIAIT)E, 1L 2 FlEEE LT
MFBL, HINERSCTT, E T HMXRE=S3 K, 4 19 GIEFEH LI I, 2. X 19 FIFE 53 Hif
B, BRI R, 7 BUERFE WA T, 5B E R, 3 PIEE, 44
BE KT HIE.

E9 R RETRIT AR E D BRI M AR A RISSTTIGIR i, A R T R4 i A B e Il

&b
He o
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PO-177
AR EITARGAfr A BN ERMAR A B&
I 3% £ 1 B F 7K RIS

Mg, TH T, Ak B4 RER TR RN,
PN T MAA I FERT $20H T A Hh G F5AE N REE B

BB PN AN E TR G977 R E R AR A (HA) B3 2 Bk DR 7 7K ~F R s

JrvE 3L 36 Bilifn & A BEVIAG T, A EMINAR ACWibriE, e EL VIIET
Crh-FVID BEATTRRGIEYY, FEHIMEH BT 3 K. G HIE D MEHE4H (<10-15u/Kg,

n=24 ) . FHIEH (216-25u/Kg, n=12 ¥ . FHBREILEARFEL IR, o N<2 RIFE .

S 24 IR . ¥TIRITE 24h Wl B 7 VIIL (FVID 137K K APTT 45

8 1. rh-FVII TRITIE 24 /N, FRIEHEER FVII KPR TEFIES [ (6.90£5.99) Xf
(4.03#3.02) ; p <005] . HHEH APTT BILHF FH4% [ (69.11+17.81) X
(76.74£19.00) ; p<<0.05] . 2. MHHAMICAH 3 Kiw, HREFIEL FVII 2R KF-BE s T
FIEA [ (7.69+5.48) X} (4.51+43.21) ; p <0.05] ; MZAZHHIR<2 Kiw, ASENATT LR K
FVIII MR ZERT (P>0.05) o M550 N24 Riw, FrAEFIE AR FVIN I3 K 5 TR
B4 [ (9.4428.77) *F (4.7243.56) ; p <0.05] ; 3. KFIEIGITALHAZEHIN 3 iw F1=4
Wiw 1) FVIL K TR 25 k<2 iw # [ (4.51+3.21) *F (2.5042.38) ; (4.72+3.56) *f
(2.5042.38) ; p ¥J<<0.05] ; MMZGHIIRI AR 3 Riw F24 Riw, 35 2 18] FVII K2 55 A8
& (P>0.05) ; 4. Wi#EFIEIRITHF SRS 3 RIEF24 RIFE R FVII ZKSF3 8 T4 298K
<2 I # [ (7.6945.48) % (3.43+2.43) ; (9.44+8.77) X} (3.43+2.43) ; p HH<
0.05] ; SRZMMIR24 IR, FVIN AKFE TR 3 IEE, HARBISG R (P>
0.05) .

2 1. WERIETET ERMAR A FRTTRBCR B TGRSR, AR FHRIEE kK
FVII 7KF, FE48% APTT. 2. 25 TR 3 IREZTPIGIT, BAFE MG 4Rk, 3. AR
YEPIRCA L3 FVIN K520 AN A o

PO-178

EEMFEAFRSLER A BILRENENPFHEA

PR e i<
EZ P IR T ZP A Nl Y8 e e | NS 8 | R E S ST

H B 2RI P BEAE SR AL AW A B LS BEDTIY 7 vh i 8 P R

T GEEUM AR A BJL 25 B, 3t 31 M KEER S SR E R LBEE 19 61, #)LE 8 i,
H/DAE 4, S E SRR EE T . EPNT 31 ALK BE R ST A A, YR T AT S B LR BRI PLIE
Ko

R S s Y, MAORFEDIE K FHES T . ZRAFHITFE (p <
0.000 1).

250 AT BEANESNE T FL A S i B R R PTIY S1KCF
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PO-179
CTX BAEHER R FE AEMBAK IST /877
BEEBEUERH RIS MER A

JEIH] L TR B2 e 2 W LR L B 12
1P ERRABOARK 2 MY o — e e/ 2 s ST R e
2 ERIBERIR

HE REMEM AR A (acquired hemophilia A, AHA) IRIRFEN, HMLHE & ARREA. G4t
firo DBOR ANRE R 2 SECR M TIET. W7 AHA BRI IGRRIL. 20 LR A E B
IGRME. AHA FiUGIRZ, $sIEAEME LI BR, WitE T A, MOk B ERE M S i)y 5
FIF 4 NG L B PUE T AHA VA 7 B LE K.

J7vE [>T 2017 45 6 H 1 H~2019 4£ 5 A 30 H 7 ERFA R AR K2 1 il 5 i A4 5% R Hi
7“2 AHA, BEHEIEKERI. HE . BT 7 E RS . 1697 GFE 1k & AR 97 R0 B Bl It
(CTX) 300mg/m? Bk 57 iR v Al s b e e 3dva 7 AST) o BAEE FVIIL G &
FVIIL NP0, S PN i 2 /N B e B 25 2R T R0

8 o BIFTA BE PR 43 % . HARIERZ NI MR (66.7%, 6/9) , HUCK Rk
K FBE (33.3%, 3/9) . WIRIMLIE (33.3%, 3/9) . 9 FlHEE LA T EAKFAME4 (>=5
Bu) , KHSRALGZEMENATT (IST) BIIRBEBEHE (CTX) BEABE R B R N EL Al 1 sk S 2 |
WIT R, Hf 7 Ha 5 LNH~9 MHWIRE CR CPY 4440 H) , 26143 5I4E 2 8. 3 73k
3 PR. JEWIRET 2/ 3 MALLLE, 6 #1(66.7%) B 4 THr4: CRIRES, 2 #1 (22.2%) E#H4
T PRARZ. 1 BIEEEEE CRARAE 3/ FVII: C BRIKE 30%LL N, (HEHE HIMAER. X
1 BlEERAEDEIGTT . A BE RN, PUARTEATE . Brf B3 R A B B 54
EYFINS

it AROTEIE 2 FERIZE T 9B AHA R, AR 2 IR LA I T B, OO B R
FABE. AIARIMLIR . FRATRA FIABEREE (CTX) BEAHE R s E AL 3k IST J5 Al fEAa K
ERRPURREIE BRI BB IS SEA R R, (AR — P EE S .

PO-180

AV I AR R X T R B ISR 7 AR

W DAL, ol B
TL9548 R A N R R e A5 R #70H T AR ot MDT

BB R R P RS 2 I A PR S T R AR VPA A DA R e P G 2 o) B B L A R 3 e R YR T
Ja RTTDIRERAT = L.

FHEE AR 2015 4F 6 H A 2017 4F 7 H A 56 44 A0 3 I PR GBI T MM 407, AR
ANEERIGIT T 0K B E 0 AW : R ETERIT AR FRRT A, NHAEOZ S HER Lt
2L B 7 T BB RO B O T R AT 45 0 1 VA o

R 1. CHIETPAT AN Fm G A, PR, HIHS, AT W A s 14
By, Z5WE (P <0.05) ; 2. BIFARFMGEST 77 SO0 FER A A R R
KR RS SHIA BB ZE R (P <0.0001); 3. K402 5 R 2A M 4. $15¢
T EC R TG B O 5 e I R RS R E M E R (P <0.0001).

S RO K& 2 8 R TR A O T RE I VAL I MR IR AR, R R
RGNS S H K
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PO-181
ASTAERARMEF ViaiasT 4 6l
F 40 RRFSHE R SR i 14 Bl R L I e

D], fase
T VREE R A 5 M R R Bt

HE) HihE s EA B T Vila (rFFVIa) 783697 B A 5 oR 18 M i iE (DAH) 16 I 1
M. T4EMEE DAH 20 WAHFET AR I FRE, AT A8 A4 5 1 0 i v B 200 1 P Bz 4
WG AR T ST 2 A 5%, PRI PR X 0% Mg . MRAEUMSE . R TSR, O I R 0 R R
TH, PR A IR T R A R S it

HiE 4 BIEME AR EE, £k 8-14 &, HFE 9 5, 2 BIMHEE NI HLA &4 &
B EAEE, 1 FItE AR E . %ﬂf?%%%ﬁF56593880%ﬁ$
DAH, VAZWpr KR, 3-5 KIGMEIMEE . SR IPIRIF XE. St I =R 7 I S8 I e A e i 5
Wy, FER X £8B CT Hia] WAoRIE M. B sLas, SRS . EHAFIERIKRE
Mt 2-5mgl(ke-d) ML FE 0 [E I, 8] rFVIla, JT468 60~90 Z5i/4a A FrikmE, FkE
(i) B ) ) R0 AR S T o SR8 2 K, K28 4 R 41k, P8 2 RAEH]
2 W, IEBIE R A

LB 4 NMHREITEH rPVIla J5I AT I b, RIS A S A R R . B
B AR A, Ml X 28 S AR N . KRS P PRI S 4, S 6 i A U UE
BRI i i R e, A CT $34,  oRi8 kA A S L.
i 5-12 K.

% L rFVila s TR o & 2 TRE MR HMES % 2) WS 3)B = eIk
1k A O FE bR, MELATEA R b s 4524, BARTE SR .

PO-182
MRI 3 I 22 & Bk 3% 15 B FF B AA TR L I 52

35 BRI
L7548 F5AE A REE B AL #1542+ MDT

B B B 70 I A0 R 5T R I SR RS AL 5 T I IR R R

FiE BT 2016 4 10 A E 2018 4F 10 A& b NRERLHS Nl AR BB 1561, Fikk
4~32 %, “‘FIER (16.1442.85) %, & 1:2 FLLLEHFER . HERAHILE X R4 30 N NMH
Discovery 750W 3.0 T MR ([ GE Healthcare) . &£ B, 4 %K B g B3 7 51
TIWIL PR E e TH] T2WIL RT3 EIAUE TS Ry G R . RO SR 5
HXE G T AER A EE . 75 TIWI KRR B2 G T T e BRI QPFP) B T i i 2
(SPFP) AR, RLAZIE I IAIEE, 13 AR, #EATAANT . X4 IPFP [ SPFP AR 51k
H, B SRR ST MR . SR H Mann-Whitney U K366 w5 20 1) #_E g5 (IPFP) R
fEWiH (SPFP 487 HI2 BTG . %A Spearman AHIS M iFA% BTG H s At FHE ZHL i) i J
AR By PRE S AR 2 TR A O

R IPFP Al SPFP ALY &y, MREAFAEIEMICKR, MEFEBTHIE. IPFP AR FIH Y
MR 2 M e E %R (p= 0.582) ; SPFP Rk 53 AT EEZR (p=0.317) ; JHfl
‘H SPFP AR ING BE R EIE A LLG]; JwFI4 SPRFP ARFUE N R, mixt 4 SPFP
PAFR B A 2 3G I i PR AR

4510 SPFP AT NG B AR EAR A REL A, 478 SPFP XL A 14 5 Wt A — e EH
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PO-183

FEJE)EIR AR MR 4T LA % 5 5 s B B 47 4B

2RI T I

TLI5A TR AN RERBERAGA} $20M 1 1 A0 0 MDT

I T8 B3 (zero echo time, ZTE) UG AR S MRI AR LR, o 1A <1595
FR) 5 45 T 25 S8 A0 2 1 (R P4 2

F7iE BIHETE 7 W AE IR B w2 W I A0 5% s 8% 21 91, KA Discovery 750W 3.0 T MR (3£
[ GE Healthcare) XTILAJH ST &K EE (FH 28.14+11.24 %) X THE. TEBEYT
PL ZTE-MR 2 PDWI 34, KH 5 4l G & VP B AT a8 R iy, KA Mann-Whitney
U A6 56 bb 45 DT e 28 530 1) s Ak PG5 T4

ZR ZTE-MR 5 PDWI f&rEBE &P 40 ih (3.09+1.23) Fil (2.18+1.29) , WAL
TR (P<0.05) , ZTE Folle ik EUE5 &0F 75 =T PDWI R 414 .

Z50 ZTE-MR FAXT I A5 I 59 B8 RETE 28 (1 Ron W Ul R AR AL, A6 T %3 PDWI %
HAE SR R, 120775 RSN A0 <599 B AL 58 v 1) DS T VRN 45

PO-184

RSB ERFLRIEEE MRS HREM 1 Hl5%F

MRIEAE, 22 0%, £, 7, B30
IR 25— B R B2 e

B B PRZR SV 4 M S IR A M 1 05 5 i S IR R T S SR R R

HIE 2 1) 46 % BN, SPERE SRR YR A s CE 4Tk 129.70x1079/L; L 41
A 58.0g/L; ML/ iTHE 37x1079/L; K 7> 28 5 4A+4HE 96.00) , FIB0.9g/L, & FFMiHimL. ARJEH
I SR MADERE, 45 2 AT, FRES TREMRBE 4ii . Bt KA R FrvE g . Aot
Ve AYEREAFSCRHATT, BRMRYoR: RAMARE, DS R4 NE, 5 92.8%,
R AR R RN, R, KEHaE, Jef, KOS IRPIRISE, KN AT WEH Bign 48
LR, ZRETE, RILMIRG. $rS. DI, et iERAA . 4HE AT EEERT W AR LA B
KL, FCM B L RIBR 28 R A IILH-M3, e, L9BRER+TMIRYET 2 K, g
M, EIHES.

R BERKERE, ROREGZEINE, KMEREE, WA B FHE, PRI, CT &
BRI L, FERORIGBET .

S50 SV R LRI M I AR T A R, G R 4 R I I R 0, D2 K AR A
ML) APL W ABCATE N, RE kI, RE 2k, KEGIT.

PO-185

#BEALEEXMENH LSRR A M

HXSCET TR T 45 7 IR E I, AL e SR 7, X
77 BB 22 77 R e

B st pEA 0 b ORI DA SRS 8 1 009 206 05 T F R

TidE B OR K—BEA  O ps BOR AR A0 A SR RE R AL B iz i . B S
o SR GRS T AR SCRE S BEE (R 2 W N B R R I D e
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W, AFELFHTHE. 2018-4-10 L7 HIH AUEE A O sh R B HR R A 0 55 8 I— 2.7x2.1cm SEPE{R [E]
A, AN, PGB E, 2018-4-19 U MRI 37 A O i B a1 BE W% 15 5 2 i
HALMEIRAR, K/NZIA 0.8x0.7cm, AREHEBRIMAR T AE. e ZRIEBA &1L, FIEINEHFEREE
SE, BUEATAIT IR (R, AT i R s U W B A A R bR . VETT I RE T 2 AT A S
FIRE A, R BAT O s P SETEAR [R] P8 IR 46 /N B & % . 2018-5-24. 2018-7-19 1 IR B4 53k
CT IHREIR T A7 8 Bk At A TR e P30 T A0 A 3

R BEERE ST SRR, REWHEFEE. FS0T RS m, WARUNEY
JEMAME . 2 RINIEALST JE 4T [E) M 4 AR A S L DR i T4 MR A, RS AR R UR) . B AR — s Il R
Uf. ZIREEEHTEYEIRTEEEM.

W A 405 B RIARR S A BT, AR WA SR GIHRIE . 4700 55 I 74 1 AR 22 il 17
W PREIABHZE A ik . PERE LR T, b sl AR i AR I 2D L, MR AN BEHE
BRA 0 b5 AR T 5 LA N AR ZE . T A2 B3 MK . BEIThRE 7%, REEAT IR AR B
SRERVERT, BEEATERENEAT, AEWSA, TFARIBME, FhE =iy . HEn] L
R, W22 A IR TE S ST AT O IE R A A AT I 28 ThRE VA 2 A TR 1, AT R
DURREE M S R s EPXEARBIN S, 408 BRI IEA 2 2 MEE R A IR 4 Xt 28 B,
7 I R TR AR TR 2 EAT R, LS U)W A A RAE, o P e It A i 7 3 e 1) 7™ 26 5 RAE o

PO-186

— 5| S A FEIG PR & B SRS 5]

ERENESFSENETN
HraE E e X RER

BB SRR, SRR E . RS R 2R IR R R L, RaEtbunieia
J7 AR B IMAR AR FESE (VTE) BIBEINAMET R,

T I [ M — S W N AR TR UEE B (AT BRFEIER) 76 & 4 Lotk R B ok 2 >
GIREE o

R B3 60 SIMALE ISP EREISE . A MO RS A2 N RER K AR . SO UL 2E
(23 IifetesE (PE) « A FEFKIMIE. T 2019 4 3 H (£ Bk A R I T i A
(AT) FIEEE S (PS) iEMHI(%, SERPINCI JEKZRAZ,

2w ZEEEGZRERE VTE ZiE SRR R AT SRS ILFEE RS R, G
FE G| R FR KA BT CAS| s Bk A, I B R i & A VTE JERiZWi T $E i 5
FEE 2 T P P2 . R GEPE ML B AR 67 o] TR A /> VTE BE N AMET: K.

PO-187

ARMEF VI B{aT AR A B Re4 o

A T3 BTAR AR
WrsEgEE /R B iR X ANREERE

HH PR ISP PRI D] IR 4 Wi i CRET T AT IR A B D 77 - OFRL 78D 8
R IAR A Y R ) 2 A

JiE [k A 2013 4 1 & 2019 4 1 AW, fERGEIMREHESAER R AR A 783,
WA EARIT Y NIRRT BRI T A BR-PET BAURT AL R B A T A B AR ST
A6 3 DHEER OISR RERIPUR . WREFRRREIUR. RpR ek, ARG o
PR KGN .
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HER g NI AR A BB 228 B, FERFEEBARGITA 40 B (17.6%) , EEHFFERIAITA
130 #(57% ) , FERIEEHFIEEW A B AR TT41 58 il (25.4%) , 4 5 RV KL =41 EE iy
p e SEN

G50 MR PRI N IR GBS CRRETTED) B ARA T 1 2 4 5 3k D8 5 4 e L IR 1 7
(GFERIED BRI —3.

PO-188
A i/ D M R BRI IE R 26

%L
WraBdER R iR XA REERE

BB S S5 GE MR P IR R D P (TTP) B IRIR R I, Seih 45 S MaIT RN, BLIR
& TTP iZWi KRG TT ROk

JrE [EEE s> AT 2010 4F 2 H—2018 4F 2 A 758158 H 6 X R B i i) A BHERE ) 10 %1 TTP
BT R ICS TTP B GRS EBFEERE . M. 16977 IR B HE% . /MR
RS WA RS HADIERORE, AR TS BN KA SPSS 17.0 it 4474

g8 104 TTP B, B 7 61, ik 3 6. s 16~70 & h AR 43 %, SRR, I i3
LB . Zeat i g E4e . B LA R TSI A ERSEG YT 5,9 B S AR, L BlstT. B
Z M EHIRIT 2 Wt EREE. /M S ETE, G LDH R, ER1EC M 9 s
FHHRE VIR, L EE T YIREITIE L HEE R

2 TTP 2l T M/ MRPERUIAS TE BTG A 5 2 R 2 T35 D) BE RS 1 — i afiL A P2 i a7,
e PR 3ot R DX 6, FLAE T 2R b, S B2 Wi R I 4 B 0 BB 5 7 2 o B 2 o T YR T TR R 3 A

PO-189
ElERE x4 Arg189Trp. Lys192del TR
MEH C hgErIF2n

FAHTF RS R, TR
e RHOR 2 [R5 5 2 B B s Bl AT e

B SRR (VT ZlETEMEM (80 AR RIE RN —ME RN 2 HEZTR. A
BATE BT IR 7 R B E VT AU R R & A C (PC) Sz 2 VT RAEMMSLERFZER, I
KIL PC 8 H Argl89Trp M Lys192del & 2 FfLiARAE, 55 FH PC = Wik VT. At
FUHIFH [RIEAS 2 J7 2 T P A AL 35 AR X PC 4544 S D) REIAI 2] o

JrE I RVERLE 77, SR Modeller9.20 @R PC =445 MY, I:ia FH 2 730 1 454
RESEHERCRE T, FEM. Argl89Trp 4% PC. Lysl92del A&% PC K =45 LX) AR
% (RMSD) , BRI TS (RMSF) , FEIiEER (GR) , Bi/KMEm &l 2 5.

GER NITh T B AR 4 B Argl89Trp. Lys192del 485 PC I =4E45K . =Fh PC % ik4h
Farl ARIE, 2 5k BRI loop X3 & 140-154 fihkdtht, Arg189Trp. Lysl192del #4347 F4%
BER RS, FEILREMA o i2)E. RMSD 4557~ Arg189Trp. Lys192del PC # % A unE 4= Aif45E .
RMSF RF% loop 45t 4h, =Fh PC 7 140-160aa ¥k A AR T HiAth X Ik sh k. SEFAER
FHLL, Argl89Trp. Lys192delPC (1) GR B4/, EARMAIERME, EHEK. KK
A HTRE.

258 AR, Argl189Trp K Lys192del 2845 (K] PC 45k 2 S 4 Ui i AEIRIUIR S 4. T IEE
-FE VR AR FH Dh e S A5 = a8 s 1 EL AR AR X, I 52 0 G R 9 T R AR 22 T g
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PO-190
R %t /MR8 S GE S H BRI EFXIRZ 1 H1HCE >

F2&, HIBEIN, S
PN R ER R

H B 42 Ex] 5 R VMR £ 9E  (essential thrombocythemia, ET) #EIMLTIAE 55 I

FHik X 1 R R /MR 38 22 RE B I i DR X = 1) 58 3 BREEAT [RBE 2 i 91 R ST R 2 3
iR o

GER B TSRS AR, I p R T FXOEZ S8 T REREAS 518, RN i /MR S
Ww, JAK2VELTF BHE, WM R PE ML /MRIE 20, A FRIENR . M3 5E b 7 i (K 145
BT, BE B IIREIRbRIF S, BRI R T PXINE VWK B 1R

e TR PR /N 38 220 S A LR P AL 32 B AR SR A I 1 M I A 25 & iF (VWD) L ifil
ANREBAEZGIIIAE T . /SR R AR A . RO R I, RAEAE MPN AR H] oA B
7] B 5 AL A~ XIS T BORH 2RE H A — e VR, (BRI R - X6 = 5 J5 R P Il /IR 3 22 0 2
A NAEB R WA B ) .

PO-191
M IEEr 4 SRR R Ak (aPS/PT)
I ESEPHEN

PUER SRR E
I INEERER 2B 28 — BB

H aPS/PT £ APS F1iZ Wi & X

g WA 2017 4F 5 AZE 12 At T MERERFE MBS KB APS BLnT4E APS Jifl, 7k
APS 4. %tiZ APS 4. i 2#MPE APS 4 3k APS 41 (LA FWI#FR NC 41 , NABI%0 A 44
Bl 73 %5, 64 5. 38 fil. WENAEFHTELZER, G—1T aPS/PT-IgG % aPS/PT-IgM faill.

%t aPS/PT-IgM. aPS/PT-IgG. #i b2-GPl. ACA-IgG. ACA-IgM. ACA-IgA. LA Z538hriT482
30T

8] 1APS MIGRRIFE NS, ClehlikiitehE, WP RAERRS; 2.aPS/PT-IgM X
aPS/PT-IgG 1f APS 41 K 4Ei2 APS kG 5 ; 3.4 LI =PRI AUC KX A aPSIPT-IgG> it
b2-GPI>ACA-IgA> LA> ACA-lgG>aPS/PT-IgM> ACA-IgM, . 5 aPS/PT-IgG & 4 7
e 4.SNAPS 4 64 filE A 9l (14.1%) #0430 aPS/PT [, R HXT SNAPS
BEH—ERRINZ; 5. ACA-IgM 53kl FE % OR fEHi AN 7.000, PTT-LA 5#fk e <k
OR fH KN 1.733, aPS/PT-IgM 5 Utk CEE OR fH i KN 7.059.

20 1.APS IfiRRNEZ AT, RAFF A USRIy, H, TR e R

2.aPS/PT-IgM & aPS/PT-IgG 7E APS 41 [ &ti2 APS 4HA6 R, A B RIBURYE J s ik, 3.8
7y SNAPS #H## aPS/PT FHE, DL aPS/PT-IgG IMHTERE AN E, 5 aPS/IPT Al fef T
SNAPS iz, (BB E ZIRKMAIUESE . 44T aPS/IPT-IgM 595 F 40 4R (1) ¢ B4
7, ACA-IgM 5k e B B fe sy, PTT-LA SERIk e 25 UIFH .
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PO-192
— IR S ThEEIRE R ADAMTS13 B FE IR M4
/R /D1 8 TR BRI E Fn Sk & ]

HEEE 1238 I 51 123,50 7 123 dEifge 123 Akl 123, ARAL 123 b 123, F Rk 123 RO 123 AR 123
LIRYIEE L BB
2 AR B AR B= B
B TTAREERLR A I SR IR YN AR /N BE B

HE BRI RS S Th e 55 F1 ADAMTSL3 3[R 58745 (1 AR P ifn /MR kb 5008 (TTP) HIIRIR R
B R Sy s R A e A, DABRE vt It A e i /N s/ P S AR

J5i [ B IR BEOA R 1 B 27 B B TTP B IR ARE: &, R A IR 45 & S2 6 i
ADAMTS13 JEPEFFMR, —ACIIFH I ADAMTS13 FERIRAS, B 28 FIVE R 6 3 1 M1 s 48
B AT AE S5

GEER % RPN MR S LN A AR A R P A P T IR S TR S . i
MR W PSR . PR a5 T — B /MR IES , AME AL an s o, (HLETF iE
IRY) 2 WA, HIREARFSEMAM., [Ti288: 0L MR GEEERE) - LA ERT,
KA IREENIE L ES . FEMAS R HBV-DNA 1.20x107 lU/ml. M40 &E A HIk. G6PD. H
RIRDIREIE R o MUEBA R B M RPTiR. SAEMmE . kLM CT IEH . M CT /R
FERG A, NHEEM . VAIT 1 )5 ADAMTS13 ifE 62.9% ([H & XRS5 R AR BE B J5 B ZI 4
ERD o AANETFIF R ADAMTS13 FEKRAF, p.A140A. p.T572T Al p.G760G K45, i
NN . ADAMTS13 Hifk. AAMAR T H Jediifk. AFMER T 1. #Mk C3 AL EF = .
' 2 s BRI /D E N B K N AT LRI AR T B, BT L — AN ERRK RS 2R R R IgM (+) 5 HEBER
DL D) T BB UTRY, A IR P A P AR

EEWw TTP & —Ffa R Eqr im0 W%, ADAMTS13 fHE GG . ADAMTSL3 M & Bk 78
TTP Wi AIG R W A A AN E, ADAMTS13 [ 4405 700 2 6k 4 B s PEFSR5YE TTP f
SHEMNE, BRIEIE W SR IT 7 SV A i BRI R AW . 1% 8835 B DI RERF S 2105 e 5 B IE
MARTERAHSE, NSHEMREESESAE (HUS) S5, BT 2 M)y A0 B A BT 1 A B s A8 A A
PE

PO-193

HIHS 49 % & % B & X< B Th e 94

SROERA LI T R LR 2 A
LA MR ST T S0 T AR A0 MDT F5db N R B
2. M T A G ER A B

B B AR I A 23 O (R BRI A FLAR SR R 2K

JrE IEEL 43 Bl AR B, 3 R AR ST RV R (HIHS) AUVLE A PR ST (g
RER L.

Z8 Pearson MM R TR, HIHS B0 548 MM (P>0.05) HIHS 3805
WA S RZEETHEZIEMX (P<0.05) . 43 fij## 258 NI, MXWREEN
59.69% (154/258) , H k4 R H F N 61.63% (53/86) , KXW HHEE N 58.14%
(50/86) , BRI R %N 59.30% (51/86) .

L0 HIHS 2V I A B K@ RS OUI A e bR, I A B8 1 35 7 100 7™ B 5 i 2 5
{RRERGOL, SEUN AR B FH A TG E T .
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PO-194
A case of perioperative hemostatic therapy for hemophilia
A concomitant with high titer inhibitors

Xiaoran Wang,Hu Zhou
Affiliated Cancer Hospital of Zhengzhou University

Objective Surgery in hemophilia patientis with high titer inhibitors carries a high risk.Figure out
surgical bleeding issues in the hemophilia A patient concomitant with high titer inhibitors.

Methods A 24-vear-old patient was diagnosed with severe hemophilia A at the age of one. The
patient needed Left Achilles tendon lengthening for movement disorders caused by contracture of
the left Achilles tendon. The Vlll-factor inhibitors examined before surgery was 75.2BU/ml which
was far higher than the diagnostic criteria for high titer inhibitors.Vlla-factor and PCC(Prothrombin
Complex) were used to stop the bleeding after the surgery. A total of 102mg VIa-factor and
40300iu PCC were used in 13 days

Results There was a small amount of bleeding during the perioperatibe peiod. The patient

discharged from hospital with his left ankle dorsiflexion of 80° on the 24th day after surgey.
Conclusions It is rare for this patient who have such high titer inhibitors. So the application of
coagulation factors is particularly important. Multidisciplinary collaboration can improve the quality
of life of this kind of patients. We hope to share our experience and bring some thoughts to the
treatment of this kind of patients.

PO-195
/R EEEE W18049 M1 —BAAINKE ik R
HEoE K B S M HRRTTRMER AR

T BT IR S, TR, RSk g
P 3 ML= TP J5 BN RSB e i v

B# Jesh 197k (PDT) F#TIE (PTT) kOO R T H 7vk, B F kG kS
A A BRI T R h 2L DL KT 35052 R = SR A B R 1 S50 2 1) 8. WagOag 4K AT AT
A SELEE DADERGETT, ARFFR ML/ (PM) 353 Wig04e F1 - HIXUIK (Met) , #JEE—
FhEE R TR . R MR AL = S, 5 PDT M PTT ST UM B B9 Kk 2k R (PM-
W18049—Met) o

FiE AW N &4, 8id TEM. DLS. HPLC. WB £ 241k BT RAE, HI8 28,
VIR ELT . FaE TETRA PM-W1gOae-Met #7284 /MR RGN KB 251K K. H HPLC ME 3251k &
TE IR ELIR AT 98 /N B N G S A B L, LD AN RS PRI OB #SUR . R AGEREH R 2 AN R AL L1
WREVR AN AR R . =8 MK ROS P& . PET A%, Srs ALK A [R5 B 40988 /N SRR
ZEUKT. it CCK-8. Jita. HE #eft. TUNEL LK faii /N BIRIRFRAR L, S & 1P 825146 &
J7 R KR 2G4k 206k 1B AL SUR A B, R H 22 bk

R WA AR SENES (4 115nm) .« BEaiZE b WigOae 1 Met ()40 51 2
RN 69.83%. 74.72%) . PM A/ W1gOae WAL, 8 H BA R BIF2 e PERDE LA 2L
K, PM EZEM W1gOao 7E IR AL AT FE 2 W1gOao WiF B 2524110 4 %, BhRg#E [ 12 B R 3 &,
ZLAN AR R OB PSR B B 58 . Met n] 1590k LR A B FE S 36 N 540 70%, AT o5 i e
ZEIEE, RS O KHi MR PDT J7ikH ROS 7=i&, M PDT J7 3. PM-W1s049-Met 1] 241
ok R A s PE (19.33+3.93%) JE{EHE T (88.3042.15%) (P <0.01) . % PM-W1gOuo-
Met AbHEFr 7k B8 17980 /)N BRRDIR AR AR 5 A S AR EL B2 R R (P < 0.05) , B4 5ERe i~
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%, WET-. WIEAKCPIR . AIXTHRZAAHEE, PM-W1gOao-Met 5o IE 5 UM 3E 1 L5 m (P > 0.05) ,
NG| IR H R AR A

28 LI MINHI % T PM-W1sOso-Met #ZK R, %3214 R A RIFHED S MR e, W
B S 2GRN B BRI, el R SERE . AT BRI A RGR T R . TR IR A
LRI EENE . PM-W1s0a9-Met A 82 Jy ik USRI 6 YT $R AL 7 S5

PO-196
KSR NI sERERT 30 BilllaK 53 4

SRR, 5K SRR, 7K 25 3, 0 2E
b R AR B (AL L 24 7 Be Y s B2 e )

B PR IRAG Rt i ) B B G PR R S i R AR i, IR 2 iR 7 ik

Ttk xR B 30 FIERAFIERE M DI RE AT B O IR . MR I SEIR A AT . IR YT A JHEEAT [l it
KRR

GR 21 YIRZTE,6 fIHELE R, 3 GIUREAY . KEWE 5 BFR A 2 AL . S8
S A DL R HEOE R, APTT K& PT SEK. 2B ATHTEE MR . WUliE. BEME RS &9 2 10
KEHSRITE, 1BISET, HAREIEIR TR, SRR IR E IR

598 WG h IR R AR BRI D BERRAT H ILIRR X SR AN 3 Sk — A B R Sl A B BRI

PO-197
WA T 4R LL BIFE A R i A 8Y A& M VR
BLOBILMWESR: BROETREERRTR

A5 RAR B, SRR, SV, oK, S
HAREE AR S M R b 5 LE EE R

HE CD3*TCRaB* CD4 CD8 XU HE T 4iffure 2 F0 5 & e b R BT &=, 1EA—HERE R
92 F AR F 1) G 28 40 M [R5 11 B 28 P bR EEL 0 386 A= £ 5 AAF B S 386 v T A N TR . TE R Gi k4L
BURIE . IREMESE SR FER M T % Wik BT r iR & ) L g2 81 DNT 8
Wim. HATMEZ4MNE ML DNT AT T 9k B4 B LA sl ok B 4 it e 9 #8 ) L3882 W ITP. CITP &
1B LE IR Z 54

T AR T I A 0 1 AR K 2 B R A 5 ) L e T3 R H o XL =095 AR B ¥R 9T B T 12 1R 9T
1) G P I/ AR S LI PR Bk B MVRRE AR, R A At M ARSI 28 LSS T 40 7 T itk
ELA0 A 43 L ARk 4T S B L), A it R AR BRI ITP 2L DNT Ebfil. ok EX 4 A 0 3 e
i R 8 A8 55 22

R HisW TP K81k ITP B LIREEE 2017 4E 9 H & 2018 4F 2 Atz T H #ER K B AL 5t
JLE R FAE R M T T T2 TP )L LT AL 167 #1, HAdH—: ANHRERLREA
¥k TP H=H W55 42 (Complete Response, CR) E{f %I (Response, R)i &L Wi N ¥
BWITP; A NHAREZRE VIR TP BV & —F RZfE (None Response, NR) ¥ CITP;
H=: NHARIZWIN CITP. SRER, H— CHigh ITP & —F v &2 Wisnizh ITP &
L) WXUHYE T 4005 CO3* ki ffy byl 4758 0.97% (0.65%-1.5%) ; H— CGHrizl ITP
23— Pl U I A W oS M e N RE R LD U YE T 4H i CD3*+ibk L4 ffg bl 3]
MHCN 1.395% (1.033%-2.163%) , KA IESE Mann Whitney #:4%, 4= XUHME T 4000 &
CD3* M guf bl i & = T4 — (P=0.0026) . H= (CITP EJL) MM T 405 CD3* k=4
Mo bb s A7 0 1.22% (0.89%-1.68%) , ZH=X(BAME T 405 CD3* ik 40 i bb ol i 41—
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(P=0.0263) , #EimEAEMY TP FH A =XAM T 4005 CD3* Ik E 4l i b )G i B2 5
(P=0.1561) .

g5 OUHME T 200 L7552 Wi G e /N /i 58 ) L5508 e M It /N B2 i 6 ) L) £
WS, BRSNS D E B LZEFT2 BT ITP I B 2 2B T 41 A b5 i

o

o

PO-198
Thalidomide induce response in patients with
corticosteroid-resistant or relapsed ITP by
upregulating Neuropilin-1 expression

Zhigang Yang?!,Ruiting Wen?,Yuming Zhang? Guocai Wu!,Weijuan Chen3,Yufeng Wang?3,Zhiyun Weng?,Sisi
Wen?,Xiaojun Zhang?,Meihua Guan*
1.Affiliated Central People’s Hospital of Zhanjiang of Guangdong Medical University
2.Department of Hematology, Affiliated Hospital of Guangdong Medical University
3.Guangdong Medical University

Objective Immune thrombocytopenia (ITP) is an immune-mediated acquired autoimmune
hemorrhagic disease. About one-third of patients are unresponsive to first-line therapies.
Thalidomide (THD) as an immunomodulatory agent, is now used to treat several autoimmune
disorders. Therefore, we assessed the safety and efficacy of THD in corticosteroid-resistant or
relapsed ITP patients, and preliminarily explore its mechanism.

Methods 50 newly-diagnosed ITP patients and 47 healthy volunteers were enrolled in this study.
Additionly, 17 corticosteroid-resistant or relapsed ITP patients were recruited, with 7 cases in the
rhTPO + THD group and 10 cases in the THD monotherapy group. Overall response rate at 6,
12, and 24 months were assessed. Levels of Neuropilin-1(NRP-1), regulatory T cells (Tregs) and
regulatory B cells (Bregs) were detected.

Results Expression of NRP-1, Tregs and Bregs were reduced in newly-diagnosed ITP patients.
In vitro, THD treatment upregulated expression of NRP-1and Tregs only in ITP patients. As for
corticosteroid-resistant or relapsed ITP patients, overall response rate at 6, 12, and 24 months
was 85.7%, 57.1% and 100% in the rhTPO + THD group and 60%, 75% and 83.3% in the THD
group, respectively. Additionly, rhTPO plus THD or THD therapy significantly increased the levels
of NRP-1,Tregs and Bregs in responders.

Conclusions Our study shows for the first time that NRP-1 is involved in the pathogenesis of ITP,
THD could induce response in ITP patients by upregulating NRP-1 expression and restoring the
proportion of Tregs and Bregs. THD might be served as a novel therapeutic agent in
corticosteroid-resistant or relapsed ITP patients.

PO-199
IL-2¢ IL-4, IL-5j@3T p38 F PI3K iHi&
BT ITP BERMHSLEHF

ISP LSS LA LR L R Lk L R s
LR R AR & v il B2 e
2 RKER I L BE e

B Sl /MO AE (TP 2 fei DL ML PEZis, B B2 BTIER (GC) 2R dT ITP K i%2)
Y, 1B 30%&EH MIL GC iKPt, HATLWH k. WATRAEW LD ITP A JH i 54> 4% 41 i
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(PBMC) GCa M2 /AKiA T, NF-kB Eiffb il BWEGSEY S GC T E IS, 1 SCrkRiE
YN 175 S 5 RS R GC #iPi kg, KRN AR 75 ITP BRI R
AL
ik R 60 filwna ITP B MM A, R GC 78 MUK 42 fl 5HE14 18 %1, FIH
ELISA 57 & 23 7l Ao I sk 20 5 P B i s I 4 e I+ (k2,4 IL-3,+ IL-4. IL-5. IL-10. IL-
17. TNFa. IFN-y. TGF-B1) &, MHUHTAH A0k 3 = (1) 40 i R 5 I N BUE 26 2 fa R xof R 28
PBMCs &AM 74k Rrb, MEEHN H G TE. GCa U AZ K& B M i 2 BB () 52, CCK8 6l
YHHEAF IS, westernblot FEIIIAHSCE FIZRIE, MDC YLl B b M, It s T
SR TP PG+ IL-2. IL-4. IL-5 SEEES THURA (p<0.05) , FEBUBRA K g Fox i
40 PBMCs 1, KK IL-2. IL-4. IL-5 (10nM. 5nM. 5nM) ] #7% p38 Al NF-kB i, p-
p38. p50. p65. p-p65. p-lkBa. p-IKKB KA, IkB-a fil p-GRa Kk, GC 7 FM41
PTG (17.5%-42.2% vs 25.6%-86.8%,p<<0.05) , p38 #lifi77 SB203580 I FH T2 A K 1
FESH NF-KB @ EiEIL & GC #kPt; Mk IL-2. IL-4. IL-5 (30nM. 15nM. 15nM) =] #fi]
PI3K-AKT-mTOR g, 0% E M, LC3Il #1 Beclin-1 ik 5, GRa FIAMKAL, GC S 140
FT-NPE (13.8%-36.3% Vs 25.6%-86.8%,p<<0.05) , [MEIHI7] 3-MA 7] [EAR4H R T S
GRa FiiL GC it
28 IL-2. IL-4. IL-5 RiXWE S5 ITP b GC TR E, RIKER IL-2. IL-4. IL-5 i@k p38
BT HE NF-KB @ 40| GRa BRI, =R IL-2. IL-4. IL-5 Al PIBK-AKT-mTOR i i
BOE AW N GRa /KFi%E S GC bt

PO-200
Slc35al deficiency causes thrombocytopenia due to
impaired megakaryocytopoiesis and excessive
platelet clearance in the liver

Xiaolin Ma%24,Yun Li*?,Huiping Shi'2,Jingjing Han'?2,Yizhi Jiang'?,Xia Bai'?,
Changgeng Ruan'2,Jianxin Ful?3 Lijun Xial?
1.Jiangsu Institute of Hematology, Key Laboratory of Thrombosis and Hemostasis of Ministry of Health, The
First Affiliated Hospital of Soochow University
2.Collaborative Innovation Center of Hematology, Soochow University

Objective Sialic acidsare common terminal glycan structures with important biological functions.
The formation of sialylation is controlled by more than 20 different sialyltransferases. Many of
these enzymes have overlapping functions. Thus, it is difficult to determine the overall biological
role of sialylation by targeted deletion of individual sialyltransferases. To address this question,
we created a mouse line with theSlc35al gene flanked by loxP sites. Slc35al encodes the sole
CMP-sialic acid transporter that transports CMP-sialic acids into the Golgi for the sialylation
process.

Methods Here we report our study on a mouse line lacking total sialylation in megakaryocytes
and platelets (Plt SIc35a1™-), as most platelet membrane proteins are sialylated
glycoproteins. Hemocytometer was applied to test the platelet count in mice and megakaryocyte
count was analyzed by bone marrow paraffin sections. Assays of colony forming unit-
megakaryocyte, proplatelet formation and transmission electron microscopy were enrolled to
determine megakaryocyte differentiation and maturation. Platelet clearance in spleen and liver
was analyzed by immunofluorescence microscopy.

Results Plt Slc35al7mice exhibited thrombocytopenia. The number of bone marrow
megakaryocytes in PltSlc35al~-mice was reduced, and megakaryocyte maturation was
impaired. In addition, an increased number of desialylated platelets were cleared by Kupffer cells
in the liverof PIt SIc35a1—/—mice.

Conclusions This study provides new insights into the role of sialylation in platelet homeostasis,
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and mechanisms of thrombocytopenia in diseases associated with platelet desialylation, such
as immune thrombocytopenic purpura and a congenital disorder of glycosylation, CDG-IIf,
which is caused by Slc35al mutations.

PO-201
Phenotypic and genetic analysis of congenital
hypofibrinogenemia associated with a novel
heterozygous mutation in Fibrinogen  Chain

Liging Zhu, Haiyue ZHANG,Shasha LUO ,Kankan SU,Weiwei FANG,Siqgi LIU ,Mingshan Wang
Department of Clinical Laboratory, The First Hospital of Wenzhou Medical University, Nanbaixiang, Ouhai
District, Wenzhou, 325000, China

Objective To identify the genetic defect underlying congenital hypofibrinogenamia in a Chinese
pedigree.

Methods Totally 6 family members were enrolled in this study. Routine coagulation tests,
including activated partial thromboplastin time (APTT), thrombin time (TT), the prothrombin time
(PT), D-Dimer (DD) and fibrinogen degradation products(FDPs) were determined. The activity
of fibrinogen (Fg:C) was measured using Clauss method and fibrinogen antigen (Fg:Ag) was
measured using immunoturbidimetry. All exons and exon—intron boundaries of the fibrinogen Aa,
BB and y chain gene were amplified using PCR, then followed by direct sequencing. Suspected
mutation was further confirmed by reverse sequencing. The mutant fibrinogen was analyzed by
the Swiss-PdbViewer. ClustalX-2.1-win and other online softwares.

Results PT and TT were prolonged in the proband. Her functional fibrinogen(Fg:C) and antigen
fibrinogen(Fg:Ag) levels were reduced, which was 0.82g/L and 1.19g/L, respectively. Genetic
analysis reveled a heterozygous T>G change at nucleotide 425 in exon 3 of FGB gene in the
proband, predicting a novel Leul21Arg mutation. This mutation was also found in her father and
son. Model analysis showed that the Leul21Arg mutation add a hydrogen bonding among
Tryll7, Metl18, Trpl25 and Leul2l. Moreover, the mutation also change the mutual
electrostatic forces, affecting the folding and instability of the mutant fibrinogen.

Conclusions The heterozygous Leul21Arg mutation leading to the hypofibrinogenemia in this
pedigree.

PO-202
M3 D-—RAKFEEREREAMIESEPHIIGKTR

R L2 fLARES 2, EHT 2 RN 2 R e 2 R 28 2V 2 SO LRI L A 2R 2
1R KA B 2 B
2. B E RN — R = B

HH RREREAME (WM JETIRETSRERE (NHL 8—F, HAImKRRRE, W0 8E
Ty T AR, B BETURRE, FWdtE, EANBE. 0 D-—RAGZE TRt vife
fI—3ifEds, AHIFURR D-ZRALEBMEMR T RET &, EREAE WM TR KF KR
BCHAME . AT E AR AN D-—IRAKIRIEAK TS WM I RAR S BLR X i )
TRAER, M D-—JRARAE WM B i RS A

T AWFFAAE 2009 4F 1 H F 2018 4F 12 HAEILIE A RER MEAFHZ T 110 G141 WM &
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H R R AE AT B BiE 0, B EE N D- S RAARTEE AR IE S 4, B 4 B I PR Ay
fiE. R H Kaplan-Meier %A1 Cox RIVEATALE 8T, B EMT 52 R R SHT L D- 5k
RIEIKFAE AT B B e (0S) FEHEEAELS (PFS) HiE. FIFZIR#E TAERHIE
Mz (ROC) FHvt- 5 fh 28 Th ARk T i e 75 5 P57 (104 4

R EdBERI, EVIZEET, D-ZRETESE B2 MEREA (b2-MG) . FLR A
(LDH) Jt@E. BHL % 7% . ISSWM 73 B145 I PR Fi6 Ax 2 B B AH ¢ % (P1=0.004. P2<0.001.

P3=0.035. P4=0.030) . Hfffity 26 MH, D-HAAKFEHE (D-—%{£>0.55 mg/L) HEH
sz OS A 33 4NH, i PFS N 19 ANH . i D-—RAARIEH B A A OS kAR ILH],

iz PFS v 55 M H, ¥R TIIEK D- KT mEa4l (P1=0.003. P2<0.001) . K&K
PFriEsEMidE D-—%4N OS Ml PFS [T/ K % (OS: HR=3.23, 95% Cl: 1.57-6.67,

P=0.001; PFS: HR=2.86, 95% Cl: 1.58-5.16, P=0.001) . #H4 S B2-MG. I/t
. D-RARKTFEIINTE B 28065 WM B35 OS Fl PFS [ITIG 43288 115 ISSWM TR &
#5% (P1=0.6200; P2=0.3550) .

i WM B D-—RikmRiE B OS Hl PFS S8, T LMEAYIE WM B3 1A B 155
.

PO-203
FE R 528 AL s 25 e 7T = R E M vl 19 1

RIR 2 2T, W, 25 SR 0, R, T e, SR 4
AT R B (A 5 R = Bt )

B B A8 52 MR B AR 245 Ik v o7 B il B 1 A Rg Fraze T AL

H¥E S 2016.6-2018.11 I s EifEpi B, SEERMEE, PFEEMERRE, EANEN
g, HA BYE 11 B, &tk 8 #l, AR 545 % (33-81 %) , WFEANH-A5E, BEE
B, WERY . Yeftik 2 BCR/ABL. JAK2 V617F. MPL. CALR ZEELKTE, Wi NEMEL bt £
fE (PV) 10 %], JFURMEM/MOEZIE (ET) 6 #l, JRAMEE T4 (PMF) 3 # GE5EHD
FFEINE RKSR T (IR IZWT ST RO iE) 28 4 fRiZWibailE, HIREFEENR 0.5-2.0/H, HR4EIML
RO, P UM U niGETT, —H—f, PV EBEEINE AT, ET BEEM
W MR 25, PMF BFE B AL AR 2y, BEREME, 2 A Ly7FE, a7 397,

G SEASR 11, S 6 B, WEE 1), e 1B, mARAR WL R EEEIEA .

SE FREEIR T BUIE Ik g5 R 24 Ik v T A G I R R YD, EI R EIER, JESRIRER
FEMR, MR

PO-204

IRFEHEIPATE B & AVIE R 575 B AFE

F it Bk

H B PRI ARIE HTEEN BH P2 IR R 43 A1 S RFAE

Jrik A O R e TR TR (DRVVT) SNSEEGTrvk, [AIBg 12 B, WIRIE, LALILA2>1.5
FFEYE, Goit B G RARHIE K 23

g8 AR L7 HIRETEIRHTE R, R KB 28 B, ANZEAE R 21 1, HAhk N

M O L R o I RAFAE BN RGMERIE . S MBI . Rk
faran
~J o
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S50 40 ETTBI T 5 2 RS E BE DIREST,  ImR N RIS I 5T .

PO-205

G PRI S B T3 T R R AR BR AR T2 R B SR A R BV G R 1 1B

PPN R
JINEERER AR R 28 — BB

HE LM R Caprini 4> &% 5 Autar ¥F4r =325 DVT B A E

Tk VA2 bndE, X 84 B A2 DVT B 3T R8T, WE R Caprini P ERS
Autar PErERXFBE N DVT TEMNE, FIFARAREIE 7 W &R SER M & s e il Reae, M
AW &R 5 AMRRFHEN 425 BB B T RriE a7t , @ik ROC ik Fif (AUC) #E4T
LLie, TP ER T BT N DVT Il AR S F AN B

S8 1EEE T, Autar SERIJC K H AR A L 26 6] (30.95%) , HERK4HEE 58 fl
(69.05%) , R Caprini & X JICKEEHFCREEHIL 3 4] (3.57%) , Frm eIt 81
(96.43%) , EFRAIIE N BN ERIEIT AR, B Z=-7.721, P=0.000<0.05,H# B H W&
PEZE S, WAL HEAT R, Autar =R KK Caprini R G E SN 33.3% (28/84) vs
92.9%(78/84), WonJEHE XM DVT HEREE & 2. ER P50 Hom & fE R RZARRL, KN
BMAR mrld s MPEMR . ORI, PR B DL B S A R R B R N s O VTE IR A, 3.
HIETE M 425 BiMERE BE WP BRI R, Autar R 5% K Caprini E% AUC 15751 M
0.628 #1 0.684, I4h, Autar BF KL K Caprini &% 70X H 8K XK 4 &4 DVT 405 &
4.68%(11/235) % 09%(0/63), #&/~{ R Caprini SR % DVT fIRLBEH =i -

£ 1R Caprini 1P &K ES Autar ERETIE DVT MHEFPERE R, IRSFER, TENEE
Ufs 2.EMR. migs EVEMIE . GO BN TN DVT B XECKI S 2R 3. vFr E RN
RS VTE A — R PRI, 75456 KRR IS A VR0 A1 5250 = I I — D4y VTE B2l Ak

&b
He o

PO-206
1 B EDEIE Y -PA BRZAEHUR B Rk M2 AR GRS

Be SR LR L AR 2, i L
L INBE RS B 27 — B2 e
2 R AN EE B

B 2Wr 1 B -PA B2 E B3 IR T IS R 2

FEE X 1 WG BAEE D e 1) B8 347 SRR, Ak, S AR G B 2 A — AR 5L ]
R, 0P REAT b, S

R BEN 12 PFHVERM, REXCTEE 6 AR, W PRBEME RAFTCR, B 5
MIIREAR W 5, 2 F Al L R AT i ks s 58 m XU s gk 2o Bg ek . 000 i i
fik A MEE K AR TR, DS IEIR I . TR FHFE 4000 AR RS, ql2h fidtiasr
10 KRG E AN MARTIE it I RIFRE Ik R G, A M AU g M D e ok W B2,
PrEtEg. 0 C. B S IEMWILRE, MK tPA KL, PAl FEIEHW, HEHSGIAKR
HIv Wb SR Pl lEbuie. ol FARIEDh RS R TE e o AT AR 2 R A M
LA 2R R A1 i R B0 M0 = iE [PLAT chr8:NM_000930 Exon7 ¢.584C>T, p.A195V Z:4 %
Y, HASAFKiskm L, A BFEHE. KEE., WIS EMERENS R, 2k BEk
t-PA SR ZIE, ZRFEFIKIETE K. % EE LA T R I E SR IEE ST G AR B4
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e, BEH A IS .,
i ZEE LR NBENE -PA BRZE (PLATP.AL95V Z2 & 584%) |, %9838 y—FE P 4h iR I
WIBRFER RS, tPA Bh= 0] S 8L A 708 5 e S B2 AR T il .

PO-207
380 EE S 14 B I fm PR IR E AT
Ry iasrriE FEX

23, B T 5 ik, XU, T 5
WE LRSI EER 5 BkBEER S —EERD

BB 2R S A s B3 AR s B (TEG) A x Hi i XU i BOEAs & /e 23R fEH TEG 1)
It YA 7 4R TR .

J7¥E JEEL 2017 4 3 A% 2019 4F 1 A Ak R 22 R 28 — B I B Bt U BHISCIA 1 96 114 & 141 1L 76
HONMEENT G, LAIRBERI 74 ) 1EE BRI N G BRAH . S s R A TevE S i
N 2 M, FrAE NGAYEATIL TEG. (UF HASI, £3 HBF A GO+ it R B E]. K BFE. Angle
fi. MA. Cl. LY30 (%). PLT S¥ft. 2o B 75 SR 7 M BOiEs g e i /N Ja BA
IREfRSE, W TEG K LH A, HK AT A 2R34T 75 2 /00, DAL St i A 4o

ZEEL 96 FlWIVA Atk s B T E 91 4] (94.8%) [ TEG FIUNIGEEIZ, R. K BRIEK,

Angle fi. MA J ClI Wl 225/, S5IEHAIRA R ZAIEMLE, GE%ER (P<0.05) . HiGshik
g RIHA, KB E T A Mm4(P <0.05), Angle fi. MA. PLT ¥ EFH KT X
i ZH( P<0. 05) o AiGHA0ME M A& e /MR (B0 MK JE R B KBS 8] B 52 A T4 i fi
(P<0.05) , Angle fi. MA LT s (P<0.05) .

i TEG AME ILE A, v o A4l Sk (s 2 i xR . 72 2 (B 2 i il i
W, §% TEG MICSHIE SHnEM /M. %, BEArA 26 HimFrE kL, SOURKREE LMk
1l TR

PO-208
RILBIEREY—B SLE EHITRHZ TTP
it PG O, A, X, SR, T
e K2 RS 2E I DS
H #5173 5

BELYE, 38 &, HEW AR 1, FEABEINAE 1 ROANBE. BEETERGAIERY. 12E
ADAMTS ZLfRBFEYE 2.04%. ABi/atiizy TTP SLE ke 4 2 12w+ BiE . &5
B, WORE, BERPHENESCERATY, B EREASNE, fMREEE 9-33G/L, I EE
BT, FFTFULILEIRE, /MIZHTRTF 2 IER . B2 ADAMTS @RS 100%, 1 i
HBE .
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PO-209
A SRR EM AR X R AP AX L
AR5 L LA 2 R LA L T L L R R
1] P R R N RS B
2.7 B R AT 5

H B I A A AT IR g (MR X LA 14 26 T A8 R At — B, PR 75 g2
A %59 A2 (14 ] B AT RS BR A

T WIS 48 AW 297 0 39 LB LA 8, 23 Rt B0 8 61947 MR A FE A A

F 8 B o A TR IG ST A4 (IPSG) #E47 MRI 343, Melchiorre A 1F4r, Z54 I A0m <5
RV (HIHS) , ARIEVEI: 45 FRATH K747

LR B & MRIXTHIUAR ST R R A ZUR A OCT R . W REIEAE . Sk sl HUTRD

KCE AR R B R — 8 (X2 258 1.835, 2.600, 0.923, 1.629, p<<0.05) MiF
Sy AESEME (r 43514 0.639, 0.626, 0.664, 0.618, p<<0.05) . EWAETESHA HIHS ¥F4r B IEAH S
(r=0.604, p<<0.01) .

g BAETUAE MRIAEAMARMESST RS R, 18I0 RE B MR JE Al _E 5 m
TBIT O, ATLAG TR 5 R .

PO-210
BB ER M Wiskott-Aldrich & {EFREEE =T

TR L2 2 g KA L R Y2 i
LA [ B s e - B T P LS s
2 K E AL R A W R A IR 7]

BB AT FER ] il B R B %T Wiskott-Aldrich 25 &40 835 34T WAS SERBEATI 5, AR I
BT

TE AR FANAET A CHEAT H R L5005 25 R R AR i A A 9 491 55 7 Wiskott-Aldrich £5G1iE &
H, PRHOME A4 DNA, KA lon Torrent JllJ7F 5317 WAS ZEFE N, ~FHIEREE 300x.
JPaE R S8 RANKSHRRA (hgl9) #HATHEST, KA Torrent Suite ™3 fF 1T AE W) (5 B4
FERRRIGR . TG AR A 25 3557 F Sanger MU HEAT 30 AE .

R T 9 BlEE R R WAS FEFIL 6 AT RAE, HiH UREH p.R86H. p.T45M,
p.V75M. p.L39P, &N RLH p.R34X, BILEAH p.EASSGIs*171. i H KA M,
p.E488GIs*171 A K ELEUR AL, p.VT5M 7E 4 BB (44%) KlEl.

L5 B FEROR W] LA ROtk I Wiskott-Aldrich 22 & EHT WAS 805 LK AH 548, p.V75M
KA ] e s 1 E B Wiskott-Aldrich £ZE & 1iE 8 SRS, p.E488GIs*171 75 4k A A A1 S
BEATER NI 7 LA B 35008 =

152



RAEEHFSET- DR EMBS SIEMPFEAREY 183G

PO-211

JLERSUEEERYR e EHHET
2UIF Treg/Th17 $hHRY 51

MRt

HABEE R MR AL O LR EE e

BB S 3R FAE RS 72 1l (acquired aplastic anemia,aAA) i L4 ATG BEEI R A %%
6T A fE 1A 1L Treg/Th17 ShE1L.

JiE L 2017 4F 1 A % 2018 4F 12 A Y]k E 8 Fi[#(severe aplastic anemia, SAA)EJL 19 ], If
H 2 G G167 )5 18 B30 7 28 R B8 A 22 R, N FH It 24l i AR RS I 28 3 40 A i Tha7 Al
CD4+CD25+Treg (1 LLfil

B SAA BEZGEMFNGITIGHET 6m Al 1y WIBEYT, RISVIHESH R, NI Treg 4NHUTE
PRSI 1] S R B R o3 R Tha7 40M7E 6m A A8 ik, (H2 1y IS4 b 5] B 5 A1
(P<0.01); [FAIRFAYT 1y J5 Treg/Thl7 EbfE 7 (P<0.05).

g JLEFARSER ST T SRR, SaEMiliaiTE SAA EJLAMNE I
Thl7 0P 2SS, n—E R B2 IE Treg/Th17 i e f .

PO-212

IR MM Z BRFHI T

PR %
KRR 272 — P B2 e

B SRR TT B0 AR HOR B BE NG A 1 R R AT L AR RSP AR R B B, DA
Xof B S B AR T R

ik X 1B A R R M /MR 3 2 RE R IR PR %E, 3 AT BRI I PR BT B S A 5 3L
ko

R ZERME, FHEESEKBATEETIRA, RERIMS R, RS HIAMNES 15 x
12cm KA S 26 B 50 x 35em HIE KA, Bk, vEAIERT, ;MR E40H 214.5 x
10°, DARRPERIgNMOIG o 32, I/ 1069 x 10° fE A /NI AT I, R B B R S I i
CT Hifrnt gy Tt i /MREfeENER (AA)  F EIRE (EPD . JRJE (COL) . —
BRI IR T (ADP) 5% 5 Won /MR R EIN RTS8k = IR IS8k S Bk B FsAIG; I i
BT 2E . VURRERFBICEER SR By afpmerks i, FHaguak.
MPN J%z BCR/ABL % [ 45 532 5 i PR /IR I 2 (- BE LT 44, 2 TR AR MRBE A Bk 7K
IR MRS PUBHLSEXTRE SCRFRYT, AR B I R O B R P B 48/ AR 8. S5 AR
MO, R SEUE T EENY R, KR, BTS2, & H3hH .

SE E R B R DA IR T s IR 32 B AT, AR B AR I T G I AR TR R BT o B A
A, HUU MR IDRE 5 N IR 67 R 2 . BIGREI . AR R, BT
W, HAEIERE
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PO-213
Ph-ALL &SN FAMEBERLE S &% MmN A E—B5I

WRPHY, 2 Dk, Al stoa, BB
KRR 272 — P B2 e

B Sk i NMORE (Immune thrombocytopenia, 1TP) &t ML 2 f ke 5 —FhaE s > I,
(K RIE, HRTIRRIGEDAN AT . AREIN Ph-ALL B 52 Bk S L G i T4 it 1
S S5 P MR T TR, EAERE BT EMIRE, HEZARK PR, HARE R
Pfg, RS A IR MM/ MRIEAME . A S TR eI IR ISR &S sk 2.

g BFEB, 208, FEEWAK L H, fEEZW 1 AT 2016-09-02 ANFKFE, 2N S B itk
BN A s (Ph-) " 2 A ANTREAIT S, T 2017 4 2 A4T SRR LIRS I Tan s i (R
7D, AN, 2018-04-09 4R H LI /IR AT N, b AR, 40k 1.6%, B
YHI>100 AN, M/MREZERT WL 4328 50 NER, 4ifEERZ 8 4, kB 41 4, #ix 1
Ao W G Y LR RE . 25 T DIRIKJERS . TPO. MR ZEREEIETT, 34K WL ifl /MR B & 17
T+, BARMEN 5%10M9/L;  2018-07-06 25T iy 50mg/H, ML /MRIKSFIEET I, T m 2
100x1079/L UL b/, HEH EATESR 25mg/H, /MR FEIXRET R %, T 2018-08-09 7 1ML % Ml
MR 12x1079/L, 45 FHLZEKKS 40mg/dx4 Rpaiiayr, IM/MRERTHEE 72x1079/L, 4iketiH 5
FRUGHATIE R RS, M/ MRKFEBh7E (10~30) x1079/L Z [A],

R AP BEVIEK KSR Img/kg.d 6T, RMNZE, M/AMREHEETE. A ZeHRE, T
IVIG. /MR KIAHE ARITITRAMENBEE ITP B3, KRS ZE M IRT AT MMk
PRI EIEE VG, EARG AT R RN R MUE T EEY, HENER N, e
HR MyA T B T BT AL, R TR B MR IR R . 2017 SRR SR ST T AR R
MG ITP IZ5YNATr AT T RV, 1R IVIG SRR N E Ik —&i6)T, HRURA AR,

ALIEBE DK T SRR ZH R, AU, n5E MSC faE . KEBI LS ETT .

g Mzl B E PSR SRR LCCIRE TR ERAMES 2], TG T4 isE&F ITP Ess,

—RAGWIE I IVIG 1897 REZ LR, AR LAGWa7 v S B RIT R, mBa H 25 78ME
PR R IR PRI e it — PR

PO-214
Trimethylamine N-oxide promotes tissue factor expression
and activity in vascular endothelial cells:
A new link between trimethylamine
N-oxide and atherosclerotic thrombosis

Xinyu Yang
Department of Hematology, the 3rd Xiangya Hospital, Central South University

Objective Trimethylamine-N-oxide (TMAO), one of the products in choline metabolite, is recently
reported to be associated with cardiovascular diseases (CVD) that mainly attribute to
atherothrombosis. However, the mechanisms how TMAO functions in the pathogenesis of CVD
and atherothrombosis remain elusive. Tissue factor (TF) has been implicated in the
thrombogenicity of atherosclerotic plaques. In the present study, we demonstrated that TMAO
promoted TF (but not TF pathway inhibitor) expression via activation of NF-kB signaling pathway
in primary human coronary artery endothelial cells (HCAECS).

Methods Patients samples collection Measurement of plasma TMAO , Measurement of plasma
HMGB1 and TNF-a , RNA extraction and quantitative real-time (RT)-PCR , TF activity analysis
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and thrombin activity assay

Results TMAO strongly increased TF activity and thrombin production. Further, a small dose of
TMAO significantly increased TF expression and nuclear translocation of NF-kB with the
synergistic action of low-dose of pro-atherosclerotic factors, such as TNF-a and HMGBL1.
Importantly, plasma TMAOQO level was positively correlated with TF activity in patients with ST-
elevation myocardial infarction (STEMI). Altogether, our data revealed that TMAO promoted
thrombosis through increasing TF expression and activity.

Conclusions The understanding of the new link between TMAO and atherothrombosis may
facilitate therapeutic strategy in the prevention and treatment of atherothrombosis.

PO-215

ITP-BAT & BRF KB F70 ITP 4% th i KU B30 5R

R L REZE 2 RIL 3
17 R R B
2. BT R
3 KB ER

HE REURRF R IRE 2 36 5 18R (7 &7 480, 8%, mikh. AAy. FE. H. %) #0h
JR R G P ML/ IR D PSR, RIS IR, R ity  FRIRRE M/ MBOEW Ik & 2 3R . ik
SER R ITP-BAT 77 V1Al L H I XU (1) 9 R

FiE W RAAEREALXT BT 5T

WEFL SRR Wi A 2

R e —: @B ag. B s LB ImEaL, PLT HHEARtk, P2 a7 i i
FREFTGIIFE L (P>0.05) , S FFREERIA NGIT AT E B s SL e ¥697 5 H i
SRR WAEANT PLT 1M 2 TR ZERIA G425 L (P 3<0.05) , 87 4 H 17y A% %
FRZH . MHII AL ELEE, IR 2 B IR I A 28 B HY AR B2 R Bk s, Horb Bz JBk H It e i P e P
e XTSRS T, RGBSR b 4R R B R T R R . AR
B, WRALVETT I R BN R aE AR ZE RS E X (P>0.05) , WEIT G AR R A 2
5 (P<0.05) , AT AHEITE BB ME TR OZR TR M TR o ANER s
J7 YR TT A G 7R O B R T R A% B AR Ay AT A Gt A L (P<0.05) , X HRAAANAE 8 7
Jo H AR 23 5 T A Fiit 2= X (P<<0.05) .

W —. BRI (43.9%) >FLHi (40.2%) >IN (12.6%) > KEHIM (1.5%) . ™
B (1.5%) 5 FZUURRRFE M3, o i 0 ks 3 i R g0 10 R R I AR
i, BRLMHAZEZ. BKEZ W, gBEHIMmED, KRILEIE TN I, A TP hEEiER
AT RSARIMIE (53.8%) > B M2 MHGIE (38.6%) > MIMZATIE (7.6%) o AN[E A EIERH) H
MRS 40 A7 LA TR 2 A it L (P<<0.05) o ML HEEATIE K 91 R I HGIE o 3= BN A2 g
M, K8 M™ & IME P ESARIMIE. A TP PEIER S A ME (53.8%) > [ ML
AR (38.6%) >IMIIAEATIUE (7.6%) o ASFEIHEEUERY I H I XU 70 A0 LE A B oR 22 A it s X
(P<0.05) .

g Wi —: WIFERENEEIT RN CITP, AIecE sy g, bk Az, o R g A 28 5
MANFERE NSRS YRR TEHREM TR o £—eRE LRI T PLT e,

WAL MAAEEATUE S TR L ARE Fp 2 B R Rt I, K& ™ 5 I AR H A SN ER ILIE
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PO-216
Comparition of joints status using UltraSound
assessments and Haemophilia Joint Health
Score 2.1 in children with haemophilia
in guizhou province

Yanju Li
guizhou medical college

Objective This study was undertaken to determine the correlation between the Ultrasound (US)
and clinical assessment as determined by the Hemophilia Joint Health Score (HJHS 2.1) in
guizhou province of china; and to document the US changes in joints that appear normal on
clinical evaluation.

Methods Of 178 study joints (32 knees, 85 elbows and 61 ankles) in 45 patients with haemophilia
A disease, with a median age of 10 years (range: 6-15) were assessed using US and clinical
examination (HJHS 2.1) at our centres. ultrasonographic scoring was done through a consensus
assessment by one imagers using the US scores.

Results The median score on HJHS 2.1 and US assessment was 2 (range 0-17) and O (range
0-13) respectively. There was a strong correlation (rS = 0.651, P=0.000, CI 0.553-0.763)
between total scores of HIHS 2.1 scoring system and the ultrasound scoring system, an excellent
correlation for elbows ( rS = 0.867, P=0.000, CI 0.709-0.941), and a substantial correlation for
knees ( rS = 0.681, P=0.000, CI 0.527-0.797). While the correlation for ankles was relatively
moderate (rS = 0.518, P=0.000, CI 0.308-0.705). Nine subjects (15.5%) without abnormalities on
the HIJHS 2.1 had haemophilic arthropathy using US scores. All of these nine joints using
ultrasound identified moderate (1/9) to severe (8/9) synovial thickening in the ankle joints (5/9)
and elbow joints (4/9).

Conclusions The US scoring system was correlated well with HIJHS 2.1 assessment in total and
individual joints, which was excellent for elbows, substantial for knees and moderate for ankles.
US is able to identify pathological changes in joints with normal clinical examination, but still has
defects that cannot replace the HIJHS scoring system, appropriately as an imaging test was
complement each other with HJHS 2.1.

PO-217
ERMAR A BILIEHFIERBGATTHY
KPS R EUIE

FEAR, NG 3, B A TR 0T 55, P 5E
77 R RHR 22 77 R e

H B K O 2540 5 D BRAR L S 27 & VPl TF B v A A0 A B Lt AR AR

FiE RAE G 4 20 B, IR BT IGT 4 18 fil A% R iR T 4 15 . HAipET 12 A,
WS IR H MR A BEOCTT A H A b ST 454 G DhRE RIS B Rk T 56 HE A A2 4L

SR KR AE T IR IT A B TR A R ECE IR R IR (P<0.01) , S TBh Gy 4L
FRFNETG AT 4 (P<0.05) » =4 HIHS =533, H FISH &b, (R FE kG
JTHARMAE /N T4 TR EIT 4 (P<0.05) o /™ H B/ NS S o0 L HIHS PR 3380, ik
TR E TR VAT AN TR A, WY 6. 9. 12 MHEHAES ¥ %R (P<0.05) ; F17]
=PRI E T 2H ™ N B OGS VR R AE A N TR E i i T A E R, BEgit ER
(P>0.05) ; 7S TIBL 16T 4 ™ B AN G HIHS PR A AE /N TR E Wi G 7 4, B
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Ui 12 MABESGFEESR (P=0.023) o =418 )L™ i E AN i kB S L A Py 12
NAAAAE . B FE AN MRS L HIHS 7 12 AN AR & HIHS 2205 FISH
B 12 DN HAE S AR WA BA M (P>0.05) o TG FRAI BG4 AJBR 5 FISH
Sy 12 AN HBWER T EA M (P>0.05) o KA FE B G741 ) L™ & BN DG
PR I HIHS 174 12 AN AR E 2R IEA G (P<0.05) o 25 6 N HBEVIR, 5™ H N
KATHS 5 H MRIPEA B B IEAH G (P<0.05) .

28 KR A BTG R EGEIRR MR, BARMREEE, EEgmEtE, FrHEsLi
PR H I A & DAPPAS G T i 1 A2 AL

PO-218
Changes in biomarkers of coagulation, fibrinolytic
and endothelial function for evaluating the
predisposition to venous thromboembolism
in patients with deficiencies of
anticoagulant proteins

Lei Li,Xi Wu,Wenman Wu,Qiulan Ding,Xuefeng Wang
Ruijin Hospital, Shanghai Jiaotong University School of Medicine

Objective Patients with deficiencies of anticoagulant proteins were associated with the
predisposition to experience multisite or recurrent thrombosis, therefore, timely and accurate
diagnosis of venous thromboembolism (VTE) are requisite.

Methods A panel of four biomarkers, including thrombin-antithrombin complex (TAT), plasmin-
a2-plasmin inhibitor complex (PIC), tissue-type plasminogen activator/plasminogen activator
inhibitor-1 complex (t-PAIC) and soluble thrombomodulin (sTM), was assayed in 100 patients with
deficiencies of anticoagulant proteins (TPs) but not in the acute stage of VTE and in 100 healthy
controls (HCs).

Results Though significantly higher concentrations of TAT, PIC, t-PAIC and sTM were observed
in TPs than HCs, 70% TPs showed absolutely normal levels of above four biomarkers. Elevated
PIC with or without increased TAT, representing the activation of fibrinolysis and coagulation,
were shown in 26% TPs. sTM showed significant difference in subjects with previous VTE
compared to asymtomatic subjects while other biomarkers only showed slight increase in
symtomatic subjects. Patients with single episode of VTE had obviously lower tPAI-C compared
to those with multiple episodes of VTE whereas the levels of TAT, PIC and sTM were
unassociated with the number of thrombosis episode.

Conclusions

Most thrombophilia patients who were not in the acute stage of VTE performed normal
coagulation, fibrinolytic and endothelial function, while some patients showed elevated
coagulation and fibrinolytic activity. The one-time responses of TAT, PIC, t-PAIC and sTM were
not significant, thus, future studies should focus on the dynamic monitoring of VTE to offer special
advantages for thrombophilia patients when they do not have the occurent VTE episodes.
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PO-219
13 # VWF EE B4 s TR BRI 5

ZEVE LGRS 2 TR L R L A 2
1. _F g A KA R 2 e B s i < B
2. AR KA R A B Y SR B B R e L IV S B T T 8 2 R R 2 2 [ K o s

BB M5 T K THIESE 13 B VW 3 BRI BT A7 5 5828 i 80w

FiE PSR M/MECRIE) mRNA, % 5@ PCR Rty VWF B8 729, hT R=RAEN
VWF B[R B 1) 77 s o o 1 AR B 5 e sk = ) s, Jlid %8s e i PCR Rl VW 2
PRl s K, R34 VWE JE K SNP £7 5 7E DNA 7K-FF1 cDNA /KFEE ik ER 25, #E—B i
FETAFAETE LR/ T mRNA FEfif

£ Bl 5 fb 98 A% ( ¢.322A>T . ¢.875-5T>G . ¢.7884C>G . c.8116-2delA F1 ¢.1534-
13_c.1551delinsCA) S 7 4b R FHk 2 4 PR (¢.323+1G>T. ¢.1730-2A>G . c.2547-
13T>A Fll ¢.7464C>T) G TREMBIVIAL A 1 MR (¢.2968-14A>G) 774 T Hi i s Ifr
Mo HR IFIEHF FYREERD) WARBNE 78 HEx=. Hd 2 flEE (c.-1+3A>C.
€.2684A>G) [MIL/MR mMRNA VWF JE R # KR T IEH X #8258 67.3% A1 47.9%. H
VWF K SNP A7 s /g R ion, Ho— 2550 B DR (1 3RA & W35 PRI . $oR & AR 1S5
DRI FE A7 PN AT 8 T 53 0 BY DI % S P2 b R ISR AT 2 B 25 b i A AR B, S EUR W e = e ik
. 1FIEHE (c.5171-9delT) ) VWF JER 5% K7 5 ' M SNP A7 5 0 45 R4 IR

g 12 Ff VWF ZE R BT YIAL s R A 80m M, RAF ¢.5171-9delT X VWF Z:F B CR M. B
T AP SR, AT AMNE T X ER R A &T IX AR AT BRI 52 VW 1 0E 5 B U £
I3 o

PO-220
PFA-200® 1 2= i &4 in A& 5% & 10 /iR
IhEEREIS M &R B E RO M BEVEMNY

Ve, VERAE, L), T K S, o
g R I R I 2 A o B < e

H B PEA PFA-200@ 7 £ 1ML 14 I A0 B 1ML/ N By R R P o £ TR A

FiE R 12 IR A 20 1 1 B PR LAR (VWD) . 841 2 B VWD #1041 3 & VWD
B K 5 Bl /MR EE S, B ARE 3 ml MBERBTAEE (0.109 mol/L) ki, 43 A
Collagen/EPI % Collagen/ADP %5 S HIH&HH (CT) , FHFATMHKG =0T

iR 12 f#liE% N CT-Collagen/EPI £ Il {6 5 112.1+13.8s, CT-Collagen/ADP & il {f v
70.745.6s. 20 f 1 % VWD U E P AR R PR K FE (VWRAG) A iE K P
(VWF:Act) 4374 58.3+27.3% /% 56.9+26.4%, CT-Collagen/EPI #&lI{fA 198.4+60.7s, CT-
Collagen/ADP fiillfei’hy 137.5+74.5s, ¥R EmTIEHE N, SHEURMES A 75% (15/20)
35% (7/20) . 8 2 1 VWD B HE 4 6] 2A &L, 1 4] 2B AL, 2 5] 2M B Jz 1 51 2N AL, 5 2N
REFAN, Hap 7 618 #H VWFAgQ K& VWF:Act 7374 46.4+60.3%7F1 6.3+4.1%, CT-Collagen/EPI
FI CT-Collagen/ADP [ IIME 3 A AR AN PR 300s, 2 Wriguski: >y 100% (7/7) o 2N B
PR ES EH . 10 6] 3 0 VWD B3 VWF:Ag & VWF:Act 2354 1.9+0.7%41 1.840.7%,

CT-Collagen/EPI I CT-Collagen/ADP [Jtill{EF4y 300s, iZWiU&tE N 100% (10/10) . ik
&b, 5 B/ INR TG S79E 8 ) CT-Collagen/EPI A1 CT-Collagen/ADP #:illE [F#E A 300s, 2 Wik
JEMEN 100% (5/5) .

g 0T 1% VWD B4, CT-Collagen/EPI UKL T CT-Collagen/ADP . PFA-200@%} 1%
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ML VWD B iR RERERS PR 2 12 Wi A4 B B, D — B0k o RS A i O s 4
o

PO-221

56l F8 £H 1 SHEFRRESBUMARS A B9 FZHHG

Wi B X, T RS, o
g S I R I 2 A o i < e

HE F8 JLR K frBehh o4 5 EAYIM A% A (Haemophilia A, HA) K 3-5% /A4, IHFHE=72
—EABEERNA FVINAIEIR =4 . A 541 F8 JEIK 1 5 4ME 1 K H BU i HA g it
TR IR R R FE R RS, 58 AL 2 7 28 A 57 B 40 B 435 P s USRS K Btk 2 ey s 2L 1
HE 50 HA KR RIJCUEF BRI FIFEEE ) B R . VLR ORI E bR, 2 DR A ) 5 Al
F1E F8 £ M 1 SAME Tk, RAKIEE PCR FfF54F5% PCR Kl &1 22 BINAINE T 1
5147 ; K AccuCopy ERHAKIM F8 JEF % /ME 785 NA: SRA 5105 SEng 45 /N 2 55 i
IR FH 2R DR 2 A0 7 1 R B B 4 ik & X350 )7 #1); K H RepeatMasker. RepeatAround. QGRS
MAPPER Fl Fuzznuc 55 {473 #7 Wr 24 55 B3 v] g 5 250 20 1 25 (R 8 2 oo

8] 5 HIUEE F8 R 1 SN TIIFER K, YUl A 36kb £ 68.5kb AN%E; Hrr 4 filfh k2
MEA AR A el 1 F 4 47 2bp MUNFITRF S, SeiE# 5 A7AE 1bp U FRITEF
B, JibE 3 Wit s AbaIBE A T 20bp [FIVE T, WiZdEh e Ab 4770 K2 IE B-DNA H R ot
. 5 BISCIFEE SAEAE IEM B, SLiF 1. 3. 5 127 G-VUBMALZE ), SEiF# 3. 4. 5 WAL
K Ko 8 & /¥4 (LTRIEERVL) . KE(fEE K )F & 1 (LINE1) 3 8 /£ = & )7 5
(SINE/ALUS) o #EN 5 51K Fr Beok 2k vl e JE RIVE R im i & (NEHY) BV IR A5 10 52
Wi EH (MMRDR) i3t @/ 5.

LR AN 5 6] F8 LN 1 S AME T E M AR A BT T IR AL Wi A AE Y RS BT, R
BUE 4 Bl Wi 2L s B A A AFAE YR 751, 1 ISR AE BT 2 A A A 3O\ T 3040 i3E, (R kHE)
NEHJ 2 MMRDR > F8 JE:[K K BEo i EZHLH] . LTR. LINE A1 SINE %52 K 8 & ol gexs
BRIP4 R T — 2 MER .

PO-222

AR B Al i 58 78 Al I EP 14 1 A s 283 U I a1 = i) R

U5
1. b S K 2 R 2 o R s i < e A 26
2.] PHBERL R B o — BE e LA

B B DAl S A O I8E M A (VWD) 8B H A v R R

FE ik 38 5l VWD B (R 1 AlEE 8. 2A Al 84, 2M FUdE 6 4, 2N Al
2, EA 1M EE 6F, 3FEE 84 M5 HIERGIR, KEZ M/, 4> K
FIEH 0 A ATEARIREE (1 pM HZFE T AR E (5 pM AZUEF) PPP W FIB0E T %L
Bl AR RE JT o VPA R I B I 43 25055 6 ot B AE R 96 S B A DG A

ZEEE 1 pM AL TEGE S, IEWAHEYS VWD B R gl (ETP) ERFEER, 1
2M. 2N. HE 1 BF1 3 B VWD BEMIEE (Peak) EFEMTIEHME, 3 8 VWD HBEiAIK
A (ttPeak) B ST IEFHXTHR. £ 5 pM A4 F3#0E T, ETP 5 ttPeak 7£ &3 5 %7 R 2 [A] 3
TRFEES, H2M, ER 1 BRI 38 VWD BHIEE (Peak) 1T IERH X, SERH A
(LT) EFFABN FIRE RS TR REZES. Wb, BT VII G55 A R %5
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B R, HE 1 pM AN 7S FH ETP. Peak 1 ttPeak FIAHISHEEL (R2) 45N
0.4245. 0.6522 #i1 0.3209, M5 5 pM ALK FHuE T ETP il Peak ) R2 737175 0.1155 Al
0.4208. M &3 i M M I A0 R P4 5K (VWF:AQ) ~ VWF 3K (VWEF:Act) 1 T4y
B 5k i B AE BORES % S EUN A MRS, VWF:Ag. VWF:Act FIH %5 1 pM HZUA T
% NI Peak 111 R243%1°8 0.3795, 0.2682 f10.1812.

28 1 pM LT 30E T Rt g A a6 5 pM 421 PR 0 5 S AR B R 2 B sy, (.
BEIH ™ EREE CHIMaE0 55 EE A AR I8 S Fe bR A 5

PO-223

RHILURME ITP ARMHMBMERSIESAERSE

FANTTINTE

P 7 R R T R B

B B i g LAEYE 1ITP MR MBI ARLSE G AE (APS) 2RI R Eix) APS HIi2iR /K F.

HEE P 1LEEHEE, 4, 30%, K2k ITP 154, Pl 20 &K, SkJE 8 K, AR H i
3 K"APBi, # WBC 8.89G/L, HGB 62g/L, PLT 13G/L, Ret 0.0480T/L, Ret% 1.48%. APTT
54.3 %, TBIL 27.8umol/L,DBIL 9.9umol/L,LDH 496.8U/L. [ &¥ifk 14 35 J2 145 % — T
WIMRIER, izl CD55/CD59. Flaer [, HBE4N I AR TF A MM BB BE R . IRIE
T TE . HLOBEIEYIE 19G (ACA-IgG) 148.10GPL/mL. Skl CT &7 22 M 3 e = X 4 Ak,
M, HBRERRIHTERESE AT REVE . Jo/afiit 3 KPR YNM, 25 3 WKimE)E MBLEMIK, EH, IR
i 2+, E4% Coombs FHTE, HEEWIL, FIMGEKIBAILE . BEFMERE, FHEYAT
JE U . ANEDT B2 BEER A 1Pk (B2-GPI-Ab) BHTE, B#IZr =¥ LRI, 2 IKE R
1RF 25 (42 33+2 ARG IFFIRETH (EED &K HELLP SR 5B AT Bt .

W 2 B H R, 1o, 34 %, HY2W TP 544, Mk 2 A”ti2, PLT K& 1G/L, fEBAERIMm
Ak, HHbEERE T Hsa e A BRI AIT S PLT FE2 27G/L, BHiERMIEE. 200K JEFs 40mg/
K, M/MOKPFEEFRIEY, BATKIRERBEIHMTHEE PLT RS 6G/L, 3-17 T A=
FEK M VRYY (40mg 1/Hx4) | PLT JH&E 240G/L, 15255 HRFEE 20G/L, FRBHIER
i, FEFERH M, ANAFEYE, ACA-IgG 56.39GPL/mI, ACA-IgM 5.54MPL/ml, B2-GPI-Ab BH{% .
1B ) 287 SR A R R A IR B SR S

SR IBIBSMEIEC TN APS, THE B SO I6IT G With i, BRI e e it .

2w Hul ITP 1iSWi T G RHEBR 12 W, 2 Z0HE SR J A 4k 1 1IN, G s
Wi R B N B AT LGS W Rl . 40%-50% () APS BT KA /MR, RAI2 N
ITP Fm AT FEPLiRE & B PE, ITP tATREE APS MM AJEIR. APS Al &£ R4, HBEMEIR
2, B2, R®i2, SN TERIE O EF BB A . InREA FxT X R E L2 %1 T #
HEM.

PO-224
AR EYIE MR E AR & PN {E
EESXRMEFRMEMHR

4 1, R
HAT 4 A RIE B

BB PRI R AL 26 3 A AR SRR, S5 VBT IR R, B bR S0 kT
AL LA TR S AT RS DA A1 (o
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i A 37 Bk EE MUAE 8 3 (R F5 MUE 2H) AT 50 B A 1 5 2 Ot FEZH) A b B A R 5 B
(TM). BEILEG— Pt MBI E AYI(TAT). 2FEE-a2 2FREHIHIFIE 5Y(PIC). IR A7 KR
BOEF—H0HF) | BEEYI(-PAIC). D —F{k(D—Dimer). £F4EE A AWM Y) (FDP)FI &% H 1
B R FE(PCT) C RMNEEH(CRP)IKF, /AT AR S ARG . SR AES 00 Hr i 56 bl s 41 1)
g5, K Pearson AHICHHTAICME T, 15 H Pearson A2 R%L r . P<0.05 NZERAH G2
B

GERL kMRS MR EY TM. TAT. PIC. D—D Ml FDP /K Fim Thiie4, ZRBAE%i %5
X (P<0.05). Mk#FFIMIEL A MERF PCT. CRP /K FETxRAl, ZRHEFSIH¥ & X (P<0.05).
S M Eon: BEAREY TM 5K MEET PCT. CRP [IFH 250074 0.311, 0.298, il
P& TAT 5 % PEKF PCT. CRP [FIFHC %L 40715 0.305, 0.321 (P<0.05) .

S8 MeRE IUGE B H AP AR BRI RS A TCHE, S8 I R0 28 4 (R 74 AR FH 3 () R 4 A1 sk
AU RAEF, a0 e 75 10 28 B A i vl ARl B i 1 A TS

PO-225

A I s B AL B E M E R AR R RV

Hr/NTE AL L phE2 4 L PMEEE 1 N
1B 25 FE R R W EE B
2.7 [N ER AR TR 2 4 22 AL H

B Sl Y0 R AR e U PRAG T bR 1A 2, Dttt S A0 5 3 S P ML V0% A8 2 A
EGETE VAL T RAR BN A HEZE

TidE R SCHROT TR AN R FE L 5085, B8 Rk VB0 R85 M) B S I R 3R 0 0 k4T el
Ir s RN G PUE AL R AR A R

GR 2 REMEENARIECEN 92%, EFBURARECH 0.75, HIE/RAWE R E7509 0.357 Al
0.592. fZHF R RN ML B0 58 5 AT J I R P VP Al Fe A iR R ST TR IR 6 I, fbyT
T AT IR BRI RE 5 I

G510 M I VRO B S A TUE AT Al SR b R 2 0 - AT AT AT b AT R AT SR
VPG, VPN AEBON AT, AT SR R IR PR B 57 A GO R B0 S8 A R e TN e

PO-226
A& p.R596Q A REM
ZRBL VTE TR —BIHRE B3 E >

JA R 2 AR, B AR B AR VR, R S
P IR SR 2 e B e SR = e

B 2R3 1 B4 g 2300 VTE TR R R I HEAT A e SR E >

ik o EER . TR G E SIS =AM CEFEPUEE AV ESS) |« R A E I
HEAT BRI O FE N ARG Ay, BHIESS RN —4% PCR ¥ IAH N A B 560, BEAT A 9 SCiik
22,

2R B, B, 2395, WEBEERNEME. Wit 7 X" F 2018-04-06 A\ Fi. #E 2015 4
B DRIAS T R e K L T A 4 b R B AT AR AR 2016 4 DRI A P i ik 35 A 1 IR ARV AR e, 3R
J7 VARG BATEZG . IRNBERT 7 KRB LB EIRAER, Stie T 4ER:, & (04-03) E CT
e AR R EGE, A AEE RN AR, PR E T RS Bl CTA R
Btk T WFS BB . W I sh# ki B 8RR . BIRGE AL ERME CT 2. Pk
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hE, Wb EFR, OB EEIIKIE T, SRR AR RIS R MK A S, D K
. 27.59mg/L. 5 E ANk AR TE B, M@ gy, 181 BRI &7, T Ff5i % 10mg Bid”
Pkt ROOPREPURGL . BARIMBIIKIEIRIT . ABCE AR & iER: M. A eE. aah
K. ANCA. 353K W2 7%, CRP 93.6mg/L, IML[FIR M Bl E H7e EH e E, T
ERM B BN N E bk K. £ 45 AR 4.990, TRk 14.64mg/L; AT:
C 94.2%, PS: C 89.1%, PC: C 90%. 04-14 & ¥ FEHi2 N E 0.6ml q12h, 4-24 oAk
MPTEEAIT . 04-26 A FREMAK, E&EMERE B MILRAREINEEK. A SR, &
HIAAT PR IKIE R BN, k8 AR MBTEAIT -

BRI, X5 B S DIAR S 76 ANSER A 34N R 7 X 3k & 5500 P 4 7 X3t 47 —
RRINFE, 45538 REE AT (NM000506) Exonld c.1787G>A Z:&rfth L34, S5 p.R598Q; [
F 8% DNA #47 PCR ¥4 J5 7 5000E, E LA IA7E . SIFT 3 AT Polyphen2 i 14
TN 2% 528y AT BESLIA 2 A ThRE; SCBRIRIE p.R596Q FEA57E — il iRFH Ik A2 () 60 % 5 1 g3 b
KE], R598 Jm R FINEIER, SH5EMEEE Na+B 7455 MM, R598Q iy Rk,
S8 T A TR AU o

i BEILEE IR p.R596Q 24 & RAT & FHUZER B Z AL VTE TR PR LRI . %578 N E
SRER/C SR

PO-227

ROC BhZk B M TN sEFEFRAE B A MRS IR A

BB L EF A 2R L b
1.5 M I SRR 2 MY s = e
2. S MR R A E B AU AL B

HE N ROC M2 v S B (R (PT) 34050 0 B L 75 B B (R (APTT) Bt I B (] (TT) £F
Y 5 (Fbg). D-—3RK(D-D). HZAK F@AHMEIYI(TFP). kI E-H i LS 5 S Y(TAT). £F
G-I AR S S V(PAP) . PRGN B 21 17 i S5 B0E P (U-PA) TR I B 21775 I J5 S0 ) 52 48 (u-
PAR)TE SR IR (ALY B2 HEE L ThRE 574 J7 T R H

JiE BEALERL 2017 4F 6 A % 2018 4F 7 A{EIRFEHE I 50 B2tk 2 s B fE N A &, 25
et R G R R N IR . L7 A JE SR AR AN A AR < F5 b5, 18H ROC Bk #T & FabrAsfb
ST LE S I R SR

28 A2vAaimwa TR PT. APTT. TT. Fbg. D-D. TFPI. TAT. PAP. u-PA. u-PAR 5
R HRAAHLL, ZRBASIMYE X (P <0.05); W7 Ewa%MEH PT. APTT. TT. Fbg.
D-D. TFPI. TAT. PAP. u-PA. u-PAR S5fEXIRAMLL, ZRTLGir%E (P >0.05) ; fbIT
JEEs B PT. APTT. TT. Fbg. D-D. TFPI. TAT. PAP Hf#ExtiB4MLL, ZRAES T
FE (P >0.05), u-PA. u-PAR Hf@Fext AL, ZR LA iH5E (P >0.05); 075 REEMH
BEK PT. APTT. TT. Fbg. D-D. TFPI. TAT. PAP. u-PA. u-PAR LH{#JExI R, %=
S RAgHERE (P <0.05).

2 ROS ik PT. APTT. TT. Fbg. D-D. TFPI. TAT. PAP. u-PA. u-PAR % 5t $6hr
AT FH 2 B S s o 8 W
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PO-228
BRI ET VRZIESHITIR 1 FImEIIRE R EE >
O, R e I R T
1 37 L

HE S AR 7 VS & I A YRX — 57 W IR AR R I 2 W Sa T R, N
R EH RN L .

TivE B 1 GIBAETEELILE TV (FV) BZEE & I IR 1 83 I R BOREAT 18]t 23 At B S
BRE 2T .

SR BEFRAEEAIEILIE AR 1 ANERH 1%, BFEIR 10 . 38 H9 52 A SR AL it
P, B b RERILR . BE BT TR AR IR AR R L, 3 e A A I/ MRIE R
U0l SR N TR] PT e B e LG M N 5] APTT i T 1R W, FV:CiETEDy 3.4%. HAEEINL A 7 1E
W BRI TE FV RTeRZ 9 Qelathgife, mMaEREdE . ZEE IR R E S
REBREMINEE S V R TR RS, BF L0, T A g 1000ml I 2l
Mt 1 BB IAE, AR AR IR, RS AR ERENLSE, 2L FV E 108 90%, /)
RAEH -

S50 BEVERLNE T V SZAE G IR SRS AR W IR, (H A E AR ) 7R S D ke 1)
REFEAR, A7 I TR PR L

PO-229

—BIEREHIREERNEF FVIRZ RAFE

A
P 7 R R SRR B

HE) B FVI (FVID $Z5ET 1951 45 Alexander B 56iRkiE, KIHHERL 1/50 Fi. A0 50 YL
BB, KA. HAT R FVIERFEAR gk 200 2, B—J8 A RADIE F A 5] kLI ARRE
AR, T AA B A RAR N ] S LR 5 AT D Re, TG R FVIEVERDIRA, S i . T
HFRATT R I — B S - I 303 A% Pk gt AL AT FVITER Z 3 o

ik i, &, 24%, WS 5, FEwRES WY 3 K" 2018-12-20 ABt, EIMHM: A
YAk 7.45%109L, ERIANM TR 4.71x109/L, M40 125g/L, [M/GHHE 340%109/L.
BEIMThEE: PT 41.0s, APTT 46.4s, FIB 3.89g/L; I 3% &t I K 7 VI VG ¥l 2 1.9%. HCG
3630.41IU/L. Bli& BiH: HWH4E, Z224) 5+, KWW, HEEIAKESD. ASPuE. RIEH
B, UOBEREDUAR . ZORm JEAR R LI B . BB, Mh SRR IR I E B, 7R
FR K 3 4 L T R R PRSI

SR KRB LSRRI AT WAIEE PT 4, M A AR I E RS, WwE—. Jeiks FVIE
REIL c.1165T>G (ZmfiBX 5 1165 SHHRH T 4N G) . ¢.344G>T (4miGIX 5 344 SHHR
HGEANT HREHRETRLR; FLRTRSNFHE 389 SHAEMB Cys & Gly
(p.Cys389Gly) . # 115 S& IR HH Cys &2 Phe (p.Cys115Phe) , N4 (AR, wE—.
FEWAFER (F) PT (s) APTT (s) FIB (g/L) P

SeilFE 24 41.0 46.4 3.89 c.1165T>G/c.344G>T

R} 44 14.3 34.6 3.86 ¢.344G>T

iz 22 13.1 43.8 3.17

fludk 21 14.4 46.1 2.80 c.344G>T

20 BE R IR & RIS Bt L DR S, Hp AR R ¢.1165T>G MEUHR M L&A SCHkikiE,
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AR ¢.344G>T MBURMEMARNSCIRIRE; MWK RIFELER, SHEMEELIEE ¢.1165T>G FEH
RABRKE TR, WHATRAE. WSS SR ERNIgET S, %y, SEisfm
R 30 B, MRILKRE RUF. X-FAEURE IHEE LR 7 VI = B 25 FAT AFE 7 B e 22 6 6 B
WdEdE, (HXTFA B S RS, MHEANE DK FVIa 67 28 8w an; HREVTHE
B KB R I JE P 5 L, S R RIRYT -

PO-230
miEMEEREE PICCEEREHAEE LR
M ERESENIFBHAR

i
(G VNE S R

H B B 7T B PICC B R P R B LR ke 4Rk Or B 38 A T AT 1 S 7 B

Jiik L2012 4F 1 -2019 4 1 AAEREEZEBE R E BT LR PICC BA R R B e
() 30 i ML e S T TN R EEE T s . FLBRIRTT DL P B T, B B
KA BEMAEMSERAFICEREEFEAGE., BLIIRE. WFEH. B KR, EERSE K
0L BoARHZh 773 BRI 25 Rk 5% . P25 I 8] 55 55 SR 18] 8, (R ik 2L A0 28 1) 0 BE
H, BRI AR,

GR bk, BuBbATT LA ER 30 B R S E B ThA 25 BIORE S T R HBDE
5% XTILBAE PICC B )5 I A A 4k a r B 548 By AT P X AT W A S Bt I 7 ) Je A
VEACHI B i, T RALEHAER] PICC %, AW 7Ox T PICC B A A AR XS PP A5 E 15 3
IIEML, K PICC BRI AL TIUE 52 5t k) 2 i 7 i o o

PO-231

10 f5il it i /MRG0 1 SR B R A S T B RTT

TS LR
B TN R BR B

B 1A AR P AR D PR SR LI RR B, S Wihs i SR IT ik

Fik WEEFREL 10 41 (2013.1-2019.6) A% P4 L /N Bl 20 1 5 i o, adiash e bb 2 A 259 S 2 1102
Wr K367 R IR P /N B e R ) B T 7S 3

28] 10 flEE P HIMERGEIR 2 6], 10 F]EE S BT M NMRIRD,  HEURPGER 3
1, HBUERERE L1 10 FEE R AR ER A FEEN TS, 6 6B sNE M4 IEEs ST
PIBRELTm M, 6 1] 2B T 4 )@ 2R (1 ADAMTS13 Vi MK T 10%; 10 ] & 8 fil AR I3
BRSIRT I EEE, T 11, B3hHB 1.

i TTP BERENCHGE, T RNE, —BMPEED TTP &, F/RPERNWAT 22 B #s5is
7o
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PO-232
118 BI#1i2 24P EhR 4RAE B I FHIE RS R 59 4T

AASCET LB 2,005 e L i
1. 05 BERFR 2 U5 BE B
2. TUHER N REERE

BB AW B ES M oL SRR A R (APL) RN IR REFIE, ARt RSk g A
I IR TEA 12T T 3 5%

FEE [T B 77 E R4 T EE R 2016.1.1-2018.12.31 YA KWK 118 5] APL H3# 1%
Ko HEE M A5 bR HEAT 0T . R PR APL BB 2, ¥ 118 B APL B E A N E B4
(WBC>10x10%L) . a4l (WBC<10x10%L, PLT<40x10%L) A&l (WBC<10x109L,

PLT>40x10%L) . ifiid SPSS 23.0 G ittt 5t da #1478t it 704

ghE 1, 118l E T B 58 1, Lotk 60 1, ELHH 0.97: 1. EfGd 414, 5 34.75%: TG
H 43 %1, [ 36.44%; AKfE4l 34 4], 5 28.81%.

2. 118 & FESH, 112 HlEF AL, 5 94.92%. & A EE SRt
(100%) , HEdH 43 FIEE T 40 HIAFELLETUH (93.02%) , {KE4H 34 il 31 BIFFFEL %
JeHE (91.18%) .

3. FIuktIEFr i PT. APTT. FIB. D-dimer. FDP 7 95%[ ] {5 X [a] N 5PER] . Efb. A2
A s s M gt £ R (P>0.05) .

4. BH GBI TR bR 2 R S a2 RO DG, (HRE A fak oy 2 3t s, B Fe AR 55
T BRBEZ S, A TR IR b A A A B0 ST R

5. 118 BlEE A 2 Bl fadl B BT, (20T A5/ T 48 /i, 2 fl B F ATEHIA
e Rl se3 it 1N H, ARG B E KRR R, SET TR R A i i

2 AR PR O REIE 2, AR LRI A R B L R REAMLL, wE. hER
H el 1/3, KA EFEA Y 28.81%, I Sk R4k 4n i A iop i - Z R HABE, 3RAL 3
SEHAEUCIE APL R IHSET RN 1.69%, BT EE ARG HIF4ASEHE S8 #in
DIRERIE IR T48 S )12 APL B H FIRNEAIBIT IO E 2. RIS (140 i 5 st Th e 555
FEEETCM R . & faleH s R 2 HAFAE LT o, 8 & B 06k L Fa b S o R P A 386 T o
U, XFrEfe APL B, RS RIS ThEE, BB IEE DIC fIkA. XA IR H i
(PR, AT IR A B e R 1) [ R BB Y7 R R0, PT CABH SR 3 i Ra T IR

PO-233
EFBRa TSk A BEREFBFREEERENENE

A E AR
PN T MBI TE I 7 T A FhoCs 25BN IR Bt i v 47 2 5. 78

BB PRI BRI 1 IS MU ZR R 47 B R A 35 o R PR S

FiE Wk 2017 4F OFREPECETT2HD K& 2019 4 OFREFEETIEE) MLAR B & TR
RTINS BE B REAR DL &R A CHO-KLAT AR EAFS &R, S ESBA T 1Lt K
T F8 3 S B BT AR BN 2B 385 o7 B (2

S5 59 f B TIT e e B A 4 kg hnz 36 4, AER R EE RS (P{H<0.0D) .
Gk RIS TS A MR BE R R, RIS IR EH, K E NS
B, WA AR TS L, PRI .
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PO-234
The Genetic Polymorphisms of NLRP3 Inflammasome
Associated with T Helper Cells in Patients with
Multiple Myeloma

Xueyun Zhao'?,Minggiang Hua?,Jie Yu?,Ming Hou?2,Daoxin Ma?
1.Baotou central hospital
2.Qilu Hospital of Shandong University

Objective The pathogenesis of multiple myeloma (MM) remains unclear and the NLRP3
inflflammasome has been more and more recognized in the progression of many diseases. To
investigate the role of the NLRP3 inflflammasome in MM, we determined the genetic
polymorphisms and expression of NLRP3 inflflammasome-related genes (IL-1B, IL-18, CARDS,
and NF-kB) in MM patients, and explored their clinical relevance. Furthermore, we investigated
the relationship of the NLRP3 inflflammasome with Th cells in MM.

Methods PCR was used to detect the SNPs of CARDS8-C10X (rs2043211), NF-«kB-
94 ins/del (rs28362491), IL-18(rs16944) and IL-18 (rs1946518) in 355 MM patients and 350
normal controls.Reverse transcription polymerase chain reaction (RT-PCR) was used to detect
the expressions of NF-kB, CARDS, IL-1 and IL-18 mRNA in 42 MM patients.ELISA was used to
determine the concentration of IL-1B, IL-18 and IL-6 in bone marrow supernatant of 42 MM
patients. The ratio of peripheral blood Th cell subsets (Th1, Th2, Thl17, Treg, Th22) to CD4*T in
24 newly diagnosed MM patients (case group) and 20 healthy volunteers (control group) was
measured by Flow cytometry. Polymerase chain reaction (PCR) was used to detect the SNPs of
NLRP3 inflammasome in bone marrow cells of 24 newly diagnosed MM patients, including
CARDS8-C10X  (rs2043211), NF-kB-94 ins/del(rs28362491),  IL-13(rs16944) and  IL-18
(rs1946518) .The relationship between the expression of SNPs and Th subgroup was analyzed.
The corresponding transcription factors were detected by RT-PCR and the relationship between
the transcription factors and SNPs was analyzed.

Results Our study showed that the CARD8-C10X (rs2043211) AT genotype contributed to the
susceptibility of MM. CARD8-C10X TT patients had earlier clinical stage. The WBC count in the
three CARD8 genotypes showed an increasing trend (AA<AT<TT). Compared with patients with
NF-kB-94 ins/del ATTG ins/ins and ins/del, patients with del/del had the highest myeloma cell
ratio. Patients with IL-18 (rs16944) TT had the highest hemoglobin concentration (GG<GT<TT).
Furthermore,we found that the genotype of CARD8-C10X (rs2043211) or NF-kB-94 ins/del ATTG
was closely related to the frequency of Th1.

Conclusions The genetic polymorphisms of the NLRP3 infllammasome associated with Th cells
might be involved in the pathogenesis of multiple myeloma.

PO-235

MAZHRBILXBEETHEEXES TR EES TR MEUEST

FEHAT
Ll PE4 LR 2 e/ 1L PG48 T S AR e
2. PR R 2258 — R B B

HE S 2 S0 T B NS B A ¥ (HEAD-US) | ILACR & i BE1E4> (HIHS)
JAERFTH MK E (AIBR) T AR BARIGIT T RERIM AN A BILRIT R, FHiESAER
T o

FHiE EFRENTEE ) LEBERB L AR 2T R OIS FRHE 2 B T VIN B ARG TT I 46 1) 5 78 1 A
AEJL (FVIILC <1%) , Fid 1-14 %, F¥75%, RN 1-3 %54, 3-6 B4, 6-14 B4, T
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G974 35 1, HAP R E TP IGIT 4 28 5] (5-151U/kg. %, & 2 %) , HFIETBIGTT 4 7 61
(15-251U/kg. 7%, B 2 W) 3 #EFEEITH 11 6], FEAAHIEGTIEZERT . Mg 180 K.
360 X HEAD-US. HJHS. AJBR 5faFrFIRWIHIPAAHOCH:, [RIRHE 180 R OCT PPAl 45 R #ih
TR, VHEIT R

ZR S5FEEITHMLTENGITA AJBR IR/ (p<0.01) 5 WiPiiayr 41587 HEAD-US X
HIHS Wt FHeTRinsrdl, mhAEmpia 7 A0 TR R WBaIT 4l RGNS 2
1EMSE, (H=#FHE AIBR LM (p>0.05) , M5 HEJUFERMES, FERA, ZHFERT
HHEHBZ, HXTWoaie, DI, B IR 2 RN, i 180 RyPAL 4 RexmRinyr 4l 3414 )L
ORI YT, MHRFIETBG AT 5 # 8L g h A E b a4, 360 Kitfh 8 7t
HayT BRI (HEAD-US K& HIHS) R ~F, ZRASFi5E X (p<0.05) , AJBR
WERERERD, BEEGIH%ER (p>0.05) .

2 BTG T A LR BRI AR A )L AIBR, IEZZCHiffiiiE, Hamid et
fliF8 S VAR TT R DASSGE AR BB LG DIRE, $emT AL deEfils .
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27 fl et f/MMRAR D R BB E T O

2
I INEERER AR 28 — BB

BE @M 27 At i MR S (TTP) BE IRREE . 1 R, SE
WRIT TR 7 A TIR ST, el TTP BT A 5 B LAl

H¥E WAERKPEE 2013 4F 2 A % 2019 4F 5 AWGAT TTP BE AN ANERL IRREE 9 id k%
kBl BRI A, WU AR A BB MESGH T APTT. PT. £F4E8E 5K Bt
Bk D AR RIS HUE I A AR UE RIS ARSI, R ELISA J5ikd Tt B2 B A 1
Puik. PrOBEIEPUIA 19G. IgM. IgA /KPR H B AT HLA A HUAR ARSI DL R Pk & A ik
%%, ANA. $i ds-DNA K-FHIR, R FRET J5 44T ADAMTS13 /K-FIk . #Ea7 )5
TR R e MR E B, M2, BRI EEON S KR 2, 1 B EE RS
TE NI L B ¥ — IR MR YT 7 ik R HE G H I 2 B e, B2z &35 2000ml, (AR
¥ 400-600ml/ K M3 4 1GIT . SE24E (100mglik, BEF—IK) %%,

R 27 WEET 10 B, & 17 #l, F# 13-65 ¥, HAER 37 ¥, MAEH 43-91
(62.2+12.3) g/L, PLT4-47 (9.67+8.28) x10°%L, #Jiiiy ADAMTS13 514 0-8%,#4¢1 T HEY IE
W, BEBIETEY) . PUOBEIEDUAR. BT B2 WEEEE 1 PUiRINIYE, 1 BIEE RIS N R G4 B
WIE, & SLE MKH GPUAEIANE, #ERGRMTH, 2 FEEIH R, H ADAMTS13 /K
939N 5%F1 8%, &k 26 %l ADAMTS13 /KT 5%, EBFEFMELL, 5 FlEHFI4E ICU
ITRENRE . PR BRI . ST RO T 2 BB R KB RGBT AT, 2 B R B AN S BT
WEIBITIF Sy, RIEE B R B M 2R ey yT, MR Bk 2-8 Ik, Akt 4
WK, 14 BUEETERE 1 B PR TRPEIRTT, SEH 2 &k, BarmEs T 1 plEE s e
IR, Ak 24 BB E TR AL .

2 TTP 3% ADAMTS13 K5 EHEMA RGUERIIM™EREE AR, GHTEME RGIFRIER
TTP BE AR AT B o 530 I 20 B e e & s v 7 vl o/ I 2R B 4 B, 7 Rt 44
FH 26 B 13697 W] G 9T 2
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PO-237
ETEscttF AR EEIGKRFHES AT 5742 b BB

BEARIE, AN, AR, B K o
R R AR BE LR PR B

HE N T e s R E A B &% (Hemophilia A, HA) B IR PR SEBRE I o

7 DAL RIEE [ A0 RO R BE 12 10 HA B AR % (B2, H 2018 4E 1 H-
2019 4F 1 AMARIFEFRRBEIZIR UL LD, i —RE R 2 EE. & &G PR,

HE AT AN HA B 203 41, ¥WoARME. PAER 30 & (572 %), T 14 H3E 16
AN, KT 60% 8 AN, HomEA Y 45%, tia%l 43%, %M 8%, FFiiik 4%. & IFAETH: HCV
YL 39 5], RNA FHYEZE 6 #; HBV B4 3 ], /AN=FH 1 #l; J& HIV B&ds. COMEZR 14
W, EREAL 11 BREESE 3 4 (Hidt 2 5 CRF, HEZMEERYT) ¢ MR 2 ). BAIARYT T
H AT Pa e 5 29 46, 3010 A 0.5-100BU/MI, #4193 551697, 4F HIi>10 7k B ok
174 BT, 2P RITA 24 6, HAEesz ACE910 G ARIRE & 11 6, £ 13 FlEZ %7 &
K7Wl (15-40U/Kg/JE, 2-7 KIFED » TG I7HE R IM<S K 1/ 208 35 o i 50 shise
K, HAM 8k (2-56 %K) -

gt A E W I AR 2 W R T KL A B B, (B IRY BUI A B RV T R Gh A
AR HLA A KT B A O R R A P

PO-238
EHAARBNTE 11 87 THRRBER I/ MR D fE

T, Fas
JPRBE R RS A — IR BE B

BE HITEAANANER 11 (rhiL-1D)  EiRyrEmrapefkits, cemMRERKEIL, R4E
PRI TR (30x109) [ R 22 41

FiE 27 Bl SRR R T B RS R R L, SRl MR B AR EE IS 50 (56.2+40.5) x10°, Ifil/)s
BRI FEE] 30x10° LLF, b 10 #ilk A7EH ke RiZin:, 7 HlF B4R (CMV) &
e, CMV FREFEN 103-10%, 3 flfEA ML EA (Hb) /N 90g/L, & BEiiA iz MEAANK
KA BB )G 45~89 K, i [A] 58 K. K FiE4 rhiL-11 25ug/kg, FH 1k, ES:
25 3 RIGEBIM /IR, HH MR TH$2100%10° / L 4. @EH 5 KLU E /MRS
<10x10%L, e A TCRUAT F o RIS ToAS R s N AN I C- s 3 8 1 55

S8 AR U/MRIE R 20~30x10%L) 441, Rk Cli/MRFH R 31~50x10%L) 13 47, & (i
/IR TR 51~100%10%/L) 8 4], Toxk 2 ¥ CREAARKD o 7 I HIVKAFILRRRE, 25 61
A CRP JI& (25~104mg/L) . 5AMEA rhiL-11 KRR B ik, RAE IR &R TR &bk
GVHD K4&Z Tt 5.

2w DTAEE 45-89 K, I/ TFREATRES R . BEAfi SR AN R A
X5 2) rhiL-11 97 AR G /MR FBEARG 3) vl 5[RKHAF CRP FAm%EA R &M 4)
TR A A A GVHD KA ZE TR .
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PO-239
IH MR MK RS E SRS RN ETEBIRI
et

H W U8 VT 75 XA B R S DR T 9 B UK A BB I B R B, R
W2, AT RERERTT RS K .

FE RAAA O BAT AT RS VE AR M S . BRE BT N EEIL X 200 6] 3 Pt bkt
I PR 14D A 0 B 3 AT R A A

SR AR EE ARG, RN LR AT N N, B R AT NS N
(140.86+16.26) 73, HKEH/KPFHRRS

G A0 e H IS AR R S | RS T B EA S, WRIESLm R R, U H B R
FEEIRTT R FRIA S I IR 0 A0 R I E S AR R R, DOV TN, b It
RAE, e BTG R

PO-240
The immunomodulation of Th17/Treg and Th2/Thl axes
during immune tolerance induction in
hemophilia A boys with inhibitor

Zekun Li,Zhenping Chen,Wu Runhui,Xinyi Wu,Gang Li,Yingzi Zhen,Siyu Cai
Beijing Children's hospital

Objective To investigated the clinical significance of CD4+CD25+FoxPs*T regulatory (Treg) cells,
CD4+CD25+CTLA-4*T cells, IL-17A CD3+CD8- helper T (Th17) cells, IL-4+CD3+CD8- helper T
(Th2) cells, IFN-y+ CD3+CDS8- helper T (Th1) cells in hemophilia A boys undergoing ITI.
Methods A Cross-sectional study on hemophilia A boys with high titer inhibitor (>5BU pre-ITI
initiation). Patients received ~501U/kg FVIII every other day using domestic intermediate purity
pdFVII/VWEF products, either alone, or in combination with rituximab +/- prednisone. The
peripheral blood sample was taken at the time of pre-ITl, upward trend of inhibitor, 50%
elimination (from the peak inhibitor titer [pre-ITI and during ITI]), the junction of high titer and low
titer inhibitor (about 5 BU), and negative inhibitor. These samples were examined using
multiparameter flow cytometry with fluorescent-labeled monoclonal antibodies.

Results This study included 36 times test from 30 subjects. Although no significant difference
was observed in the frequency of Treg (P=0.376), Th17 (P=0.598), Th2 (P=0.273), Th1 (P=0.983)
and CD4+CD25+CTLA-4*T cells (P=0.168) among the different stages of ITI, certain trends were
observed. Express in median (Interquartile range), the frequency of Treg cells in CD4+ cells was
3.96 (2.63, 4.52) % at pre-ITI, then increasing to 4.69 (3.75, 4.81) % at the upward trend of
inhibitor, and to 5.01 (3.81, 7.29) % until inhibitor 50% eliminated, then keeping the similar
frequency of 4.87 (3.26, 5.85) % when inhibitor disappeared. The frequency of
CD4+CD25+CTLA-4*in CD4*T cells showed another trend, that was 1.55 (0.90, 4.4) % at pre-ITlI,
then continuously decreasing to 0.57 (0.30, 0.69) % when inhibitor 50% eliminated, after that
increasing to 1.52(0.31, 3.95)% when inhibitor went down to about 5BU, and maintained in 1.55
(0.31, 3.67)% when inhibitor disappeared. The frequency of Th17, Th2 cells in CD4*T cells
showed a similar trend just like CD4+CD25+CTLA-4* Tcells, they also kept decreasing until
inhibitor 50% eliminated, then increasing since inhibitor went down to about 5BU, however, these
T cells decreasing when inhibitor disappeared without keeping with that of in 5 BU. The Thl cells
did not show an apparent trend in this study.

Conclusions During the ITI course, Treg cell showed slightly increase, Th17, Th2 and
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CD4+CD25+CTLA-4*T cells showed a decreasing trend from pre-ITI initiation to 50% elimination
of inhibitor, then showed an increasing trend until inhibitor almost turned to low titer. The
decrease of Thl7 and Th2 may play a synergistic role to negative regulate immune response,
while CD4+CD25+CTLA-4*T cells varied following the immune response. However, the
mechanisms still need further researches.

PO-241

MEIAM RIS B4R R MBS X LR Meta 534

W o, TE A A
AR B RL RS B P A S

B @it meta 7 #r #8 i M35 % 7% il ( Refractory anemia ,RA D Al B %h 41 Ji 14 72 ifn
(Megaloblastic anemia ,MA) ZiffIJEA 25,

FiE B ENR R D ET B E (CNKD I BIEE. 485G e, IR
SCHR B Z 28 SCHREAT Y KA &R« AT & A A ARV BT 7 #E 4T B2 BHR I, BRE P e, RH
Statal4.0 ZFiE1T Meta 4347 .

SR 9N 41 WA, it 3192 Bl . BEIRIRFHMIERIN RA H & ™ E R ELE K. (H
TEAME A MA G 5E B = A AN D . 204k 40 i [H] s/ F MCV>100fl, Z5H
Giit ¥ E X, 4 %A (RR=1.39, 95%Cl=1.28—1.51, P<0.001. RR=1.59, 95%CI|=1.31—
1.92, P<<0.001 AND RR=1.06, 95%CI=1.01—1.12, P=0.012) , {H RA 5% 5 ™ 5 [ (A 41 ig f1
MAEAFRNBADMESHAEZAE PAS MR, ZRA%TEEN, 758 (RR=0.62,

95%CI=0.44—0.86, P=0.004 fI RR=0.02, 95%CI=0.01—0.03, P<<0.001) . fE{ &2
RA HERTHMWLALRN . LLREYL. FAWEMMEENER, ZRBEASIM%E 2508
(RR=0.11, 95%CI=0.09—0.13, P<0.001 ! RR=1.07, 95%CI=1.04—1.09, P <0.001 A
RR=0.19, 95%CI=0.17—0.22, P<<0.001 1 RR=0.06, 95%CI=0.05—0.08, P<<0.001) .

& meta M2 KR RA 5 S A SMNEAZ40HE PAS BHH: 2 A1 58 ™ & 1) #8420 KA. FL
FIREAIMRERENERE, T MA A5 5™ 5 A 14 120 B iR D> RS 2 4R i i (R B os 2 . 40 R
B4z,
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TTP BF Mk EHMAIFEES

LZEA]
A RHOR 2 [R5 5 2 B B Jes Bl AT e

B R AR 1 /MRS PR (TTP) B 52 20 B iR I7 o i Bk 2

Tik R ESGRr 13 B TTP &, BELSRAMBEIIGST, HXBTdEhS TELP
B, g BRI A EACR

ZR 13 PIEFRNTRA W RLFH, JTEIETHEIH . BBy 3~13 K, MR EHIX
oy (8.23+2.54) k. 13 BlEH A 1 HIEH DB RIEAL L MG, 2 B &3 Lo Rl AR ALK
IR, ARRMKAEZR 23.08%.

S50 TTP BFE R MR BHIRYT 45 T4 i3 BT R TH 8 i RUR A R 1EH

170



RAEEHFSET- DR EMBS SIEMPFEAREY 183G
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ZEFRSHMER A BIEKRFFIER PCC fT3ME

Fii 8, W95, 2935 3%
BT I NREE B

B H SR Z R AN A IR R AE N2 PCC 724

Tk B 23 J P LR AE SR AP I A A B PRAFAE, 2R 5 SE RN 457 PCC oA F kI
SR EER S (T R A B BRI I S BE AR T, W% PCC T R

R 534, L 54, hAIRRFERN 68.5 %, WL 37.9 R, AIFRMERTR 24], K
JEIE L1, G 6 . IRFIR AR i 8 41, AR 36, FARSMEEHIL 3 6 K
FZWrh ALt 27 R, R 4 B, WY ET APTT. FVIIHTAAR BERG o, FVIK-F K. 6975
APTT. FVIfLfA K FVIDK-F-S445 8BS e, MU RAS Bl i 2], Tk g, w24, st
3%, 2x 141

&0 BERMEILAR A FEWBRE, S80R2, MaReRans ke ein, et EK
B ARG 8 5 f2 . PCCR S Y Al A s h L, AR TR B AR, AN SR D2 ) 1
SO I ) — P

PO-244
Pathogenic analysis and salvage for a case with life-
threatening hemorrhage and severe multiple
intrinsic pathway factors deficiency

Xu Ye
Guangzhou Medical University Second Affiliated Hospital

Objective To describe the management experience and the pathogenic analysis of a rare case
with life-threatening hemorrhage leading to multiorgan failure caused by high titer inhibitor to

factor IX which had resulted in severe multiple intrinsic pathway factors deficiency.

Methods A 30-year-old man presented with abdominal distension and hematuria, shock, uremia
and hepatic dysfunction due to uncontrolled hemorrhage. Citrate anticoagulant blood samples
from the patient and his parents were collected. The coagulation tests were performed with
automatic coagulation analyzer. Factor inhibitor was detected by modified Bethesda assay. FIX
gene analysis was performed with direct gene sequencing.

Results The patient was saved with continuous renal replacement therapy, coagulation factor
supplementation, recombinant activated human factor VI and immunosuppressive therapy. At
admission, the patient’s all intrinsic pathway factor levels were close to 0. High-titer inhibitor
against FVII and FIX were detected. With inhibitor eradication, all the other intrinsic pathway
factor levels went back to normal except FIX (less than 1%). The patient is homozygote of exon
2-3 deletion in FIX gene and his mother is a heterozygous carrier.

Conclusions This is a rare case of severe HB with high-titer inhibitor resulting in life-threatening
hemorrhage and multi-organ deficiency. Detection of severe multiple intrinsic pathway factors
deficiency and concurrent inhibitors to FVI and FIX made the case confusing. Method to
determine the type of inhibitor was discussed. Large fragment deletion of F9 gene is the
molecular basis of his severe HB and susceptibility to inhibitor development.
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RBP4 SRS ROMER 1 M 4% M I /N AR 2 1 SR — 151

FARE, VRt 2, 2 AR R S, AR, B A
R4 LR B

B @i — ) 2 RE 3 5 51 0 A 1 MR D PR (TTP) fEmxdxEiate TTP 216 #IIA
o

HiE B Ltk 50 %, KEHKMERMER 4K, $H. /B 3 K, Bk 1 KT 2018
7 H 23 HiERE. APFi#fk: T 38.2°C, HefELt:, #EMNG, REK. EERMN, HHE
(+) o IR A4 13.71x10M/L, MLLEEH 52g/L, /MR 13x1079/L, MZIZL4HH 3.1%,
MR P BT £T4m 5 W TS R 132 H 4T % 54.2umol/L B & Th i ARl B £ KIngEs:
F, NHFESR ., 550 LARMES R SRR R SN TTP, ARt HA LIS Fousye, MK ER, ¥
SERIT, M ANE FESCERE A L ST BRIR YT s A% ADAMTS13 i 148 0, ADAMTS13 #iI41FH
PE, TTP e, B ARG, /M &, (BT RS B E &k, /MRS G X
B, FBREMEATE TTP, kLK B, HSTRAEHERMTIRTT, BEIERBEEME, 1M1/
WA IEH, 2018 4F 8 H 23 H it H 7 ADAMTS13 iE1E 100%, ADAMTS13 fiifiI4H . ik
Ja PR IR E I E AR TETT, BE 3 NAIMEMIER, R ADAMTSL3 i&tE
100%, ADAMTS13 | #EIYE, #isHra 2 Hhi/E 4 NH R Z KIS A RN 2% R
BENAATREE SR IRBE DI FR AR, 245 TTP KRHE K.

L5 TTP A5 302 ()  FBLAE R A B0 40% . 2% ADAMTSI3 §i 1 72 8 ik /b (<5 % ) AL AT 12
WA R o 24 55 35 H 0B S 40 /N RS sl 255 AR 5 ek v 2 3% 0L T AS B LA s R I, R 7 R
M B, MFBEG TTP BENHRILEMN 90% EILE 10%~20%, OB FEERNAIT
it QIR YT RE HR NSRS S B R R R, BN AR R AR R A R R I U R AR
TTP. XH I ADAMTSL3 §i 4 HHEBR H A 1 20 A o2 D 2 A I A6 9 1A 3 L P i KD s 037 1M
KEWIGRYT, BIAFAME 1.5 5 KAEEERBEEOFEE 1g/d it AIRE SoRER
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