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(Objective) Lymphoplasmacytic lymphoma (LPL) is a rare type of lymphoid 

malignancy. LPL has generally been recognized as an indolent lymphoma, although 

complications of hyperviscosity syndrome, cryoglobulinemia, and cold agglutinin 

disease (CAD) result in aggressive clinical symptoms. On the other hands, the study of 

gene expression profile revealed LPL has been similar to chronic lympocytic leukemia. 

To further clarify the clinical course, chromosomal abnormalities, and radiological 

features, we performed a retrospective analysis of LPL patients.  

(Methods) Seven patients with LPL diagnosed at the National Hospital Organization 

Disaster Medical Center between March 2007 and January 2012 were enrolled in this 

study. The diagnostic criteria of LPL were according to the World Health Organization 

classification. Clinical data were obtained from medical charts and included age, sex, 

performance status (PS), chief complaint, laboratory data, flow cytometryic analysis 

(FCM), and chromosomal abnormalities determined using conventional cytogenetic 
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analysis and fluorescence in situ hybridization analysis using del13q, Bcl1/IgH, 

Bcl2/IgH,FGFR3/IgH, Myc/IgH, del17p, and MAF1/IgH. Radiographical review was 

performed using computed tomography scan in all patients. Treatment regimen, 

response, and survival were estimated. 

(Results) Five patients were male and 2 were female. The median age was 72 years. 

Six were symptomatic, 4 out of 6 had B symptoms, 1 had CAD, and 2 were 

asymptomatic. All symptomatic patients had a PS score >1. Two had hyperviscosity 

syndrome, 1 had bone lesions, and 1 had an extramedullary mass. One had renal 

insufficiency because of CAD. Four were scored as intermediate and 3 were high risk 

based on the International Prognostic Scoring System. Six patients had FCM data 

available, and all of these were positive for CD38, while 2 were positive for CD56. Four 

had chromosomal abnormalities, including some abnormalities that had been 

reported in myeloma cases. On radiological review, all patients had 

hepatosplenomegaly except for 1 with cirrhosis of the liver, and 4 had diffuse invasion 

of the retroperitoneum. Five patients received treatment. As initial therapy, R-CHOP, 

cladribine and bortezomib-based regimens were used in 3, 1, and 1 symptomatic 

patients, respectively. One symptomatic patient did not receive any treatment 

because of worse general condition. Four out of 5 patients obtained more than partial 

response, and 1 did not respond to treatment. At a median follow-up of 331 days, 5 

patients were alive and 2 died as a result of disease progression.  

(Conclusion) The present study examined heterogeneous LPL patients with relatively 

aggressive disease and various complications at diagnosis. The LPL patients that 

responded to initial treatment were relatively well controlled. On CT examination, soft 

tissue mass or invasion in the retro-peritoneum was common, in addition to 

hepatosplenomegaly. Considering the results of the present study, by clinical, FCM, 

IHC, and cytogenetic analysis, LPL might be heterogeneous disease, and might be 

mimic myeloma rather than CLL in many points.Further studies will be warranted to 

make a strictor disease criteria. 

 


