+494- R MR 285 2017 4F 6 H 55 38 455 6] Chin J Hematol, June 2017, Vol. 38, No. 6

18 FC F BRI IME B 2 I PRARRAIE
MYD88 CXCR4MMZ 28 I Ji5 -
BRSO3 441 [l i AT

Gk EREORZE ERAE RIYE Reh K sk ERH
FAERE HY O BR #E KX Bk KR AER F4)

EZE) B 4593 64 [CE BRE A (WMD) B F I RAFIE MYD88*" & CXCR4M™ 5
AEIL BT AR . FriE UM 2000 4E 1 A 2 2016 4E 8 A fEdb st BN E B2 1Y 4E
PRAE WM B I FRERAE | [ bR U5 48 2007 73 (WPSS) FLE R A= 77 (0S) 5 Hivr 34 4 f 3 K 1
MYDS88™*" fll CXCR4™™ R4S, Z55R 93 Bl B L bl h 2.44: 1, P i 4F % 64(33~85) % , WPSS
o)z ARSELH 16 611(17.2%) , T AGLH 4451 (47.3% ) , @i fe 2l 33 411 (35.5%) o Pz bifiiy 44(1~201) 1 H ,
{7 OS N 844 H o Cox ZHZH4rHr i/ : WPSS &8 432 (HR=2.342,95% CI 1.111~4.950, P=0.025)
2k K AR S P (HR=5.538,95% CI 1.958~15.662, P=0.001) LA K Hi 253897 (HR=3.392,95% CI 1.531~
7.513,P=0.003) ¥ & 520 B OS WA ST UG 2 . 34 41 B v 32491 (94.1% ) FE 4 MY D88 2845
8 1] (23.5% ) 77 /£ CXCR4A™™ 58 45 | MYD88 “*CXCR4Y™ 58 75 44 (7 4] ) % MYDS88 “**CXCR4"" 4H
(25 19) e 2 (R 3 I B o I/ NKR O AR MR KO B R AR B 2 L, 22 A SR X
(P{HY<0.05), ZE5it WM BH TG4, WPSS P43 & 15 4k & TR AR M LA B & A58 B 24534
ST TS (S IR . WM R 1 MY DS S48 3K 157 , i CXCR4A™™™ %75 £2 5 MY D88 ¢
AP B, LR 5 — LRI PRAFAEAR G .

[X#i7] Waldenstrom FEREE [IMLAE;  BEFEMLINT-88; Z/7F; %Z{A,CXCR4

Evaluation of clinical characteristics, MYD88"**" mutation, CXCR4™"™ mutation and prognosis in
Waldenstréom macroglobulinemia: A single center retrospective study of 93 patients Cao Xinxin,
Meng Qi, Cai Hao, Mao Yueying, Duan Minghui, Zhu Tienan, Zhang Wei, Han Bing, Zhuang Junling, Cai
Huacong, Chen Miao, Feng Jun, Han Xiao, Zhang Yan, Yang Chen, Zhang Lu, Zhou Daobin, Li Jian.
Department of Hematology, Peking Union Medical College Hospital, Chinese Academy of Medical
Sciences &Peking Union Medical College, Beijing 100730, China
Corresponding author: Li Jian, Email: lijian@pumch.cn

[Abstract] Objective To evaluate the clinical characteristics, MYD88"*" mutation, CXCR4""™
mutation and prognosis in patients with Waldenstrdém macroglobulinemia (WM ). Methods The clinical
characteristics, International Prognostic Scoring System for symptomatic WM (WPSS), and overall
survival (OS) were retrospectively assayed in 93 patients with newly diagnosed WM at Peking Union
Medical College Hospital during January 2000 to August 2016. The MYD88"**" mutation and CXCR4""™
mutation were tested among 34 patients. Results The median age of the 93 patients was 64 years (range,
33-85 years) with a male-to-female ratio of 2.44. According to WPSS, we included 16(17.2%) low-risk, 44
(47.3% ) intermediate-risk and 33 (35.5% ) high-risk patients. Eight patients had secondary amyloidosis.
With a median follow-up of 44(1-201) months, the median OS was 84 months. Cox regression multifactor
analysis showed WPSS risk group (HR=2.342, 95% CI 1.111-4.950, P=0.025), whether patients had
secondary amyloidosis (HR=5.538,95% CI 1.958-15.662, P=0.001) and whether patients received new
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drugs (HR=3.392,95% CI 1.531-7.513, P=0.003) were independent factors associated with OS. We have
investigated the presence of the MYD88“* and CXCR4"™ mutation in 34 patients and found that
MYD88"" mutation was occurred in 32 patients (94.1% ) and CXCR4""™ mutation was occurred in 8
patients (23.5% ). Seven of 8 patients who harbored CXCR4""™-mutated also exhibited the MYD88"**"
mutation. Patients with MYD88"**CXCR4™™ vs MYD88“**CXCR4"" presented with more severe
anemia, lower platelet level, higher M protein level and more hyper-viscosity syndrome. Conclusion WPSS

risk group, whether patients had secondary amyloidosis or received new drugs are independent factors for
OS in WM. MYD88"**" and CXCR4"™ mutation, the most common somatic variants in WM, often occur

together and impact the clinical presentation.
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