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WM is characterized by lymphoplasmacytic infiltration of tissues and by the presence 

of IgM MC. Other B-cell lymphoproliferative disorders potentially present an IgM MC 

and could be difficultly differentiated from WM. In particular, SMZL shows in nearly 

1/3 of cases a MC, often of small amount. We studied 122 WM pts and 98 SMZL pts; 

51 pts had asymptomatic WM; 29 SMZL pts (30%) carried a serum MC (IgM in 17 

pts). SMZL differed from WM for following features: female prevalence (55% in SMZL 

vs 37% in WM, p=0.001), abdominal adenopathy (24% vs 4%, p>0.01), superficial 

adenopathy (19% vs 8%, p=0.01), spleen involvement (100% vs 11%, p<0.01), liver 

involvement (15% vs 1%, p<0.01), HCV serology + (27% vs 9%, p=0.01). Median 

MC dosage was 2.0 g/dL in WM and 0.95 g/dL in SMZL (p<0.001). Comparing BM 

histology in 67 SMZL pts and 55 WM pts, SMZL differed for the detection of: 

paratrabecular pattern (63% in SMZL pts vs 33% in WM, p=0.001), centrolacunar 

(78% vs 24%, p<0.01), interstitial (37% vs 82%, p<0.01), sinusal (54% vs 0%, 

p<0.01). CD23 meshwork was detected in 54% of SMZL and in 6% of WM (p<0.01); 

median mast cell infiltration was 7% in WM and 0% in SMZL (p<0.001). We also 

analysed Ig rearrangements in 70 SMZL and 40 WM pts. IGHV families were 

differently distributed (p=0.003): IGHV1 in 27% of SMZL vs 8% of WM; IGHV3 57% 

vs 88%; IGHV4 14% vs 0%; IGHV genes: IGHV3-23 24% vs 22%, IGHV1-2 19% vs 

5%, IGHV4-34 9% vs 0%, IGHV3-30 9% vs 13%. Using a homology cut-off value of 

98%, 20 SMZL (29%) and 1 WM (2%) were unmutated (p<0.01). After a median F-

UP of 5.3 yrs, median OS was not reached for SMZL and was 12 yrs for WM (p=0.2) 

(14 yrs for asymptomatic WM, 8 yrs for symptomatic WM). Both SMZL and 

symptomatic WM showed a shorter OS than asymptomatic WM (respectively p=0.01 

and p=0.006). In conclusion, despite similar outcomes among SMZL and WM, SMZL 

appears as a disease with distinct clinical and histological characteristics, specific 

immunogenetic features and peculiar association with HCV infection. 


