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WM/LPL is a rare B-cell lymphoproliferative disorder. Whereas a quarter of the 

patients are asymptomatic, most of symptomatic patients present either with 

symptoms related to tumor infiltration, such as cytopenias, organomegaly, 

lymphadenopathy, or with constitutional symptoms. A minority present with 

other rare manifestations, less known, because of the rarity of the disease. Our 

study aimed to reporting rare manifestations observed in a large WM/LPL 

series. Patients and Methods: 194 patients with WM/LPL were studied; their 

major findings and related frequencies are shown in Table 1. Results: clinical 

manifestations occurring in less than 5% of patients were: peripheral 

neuropathy, lung involvement from the lymphoma accompanied by pleural 

effusion, severe bleeding, hyperviscocity syndrome, Bing –Neel syndrome, ITP, 

cryoglobulinemia, and acute renal failure.  In some patients, combination of 

more than one was noted. Peripheral neuropathy: Five patients, 3 men and 2 

women, presented with peripheral neuropathy at diagnosis. The presence of 

anti-MAG was documented in three of them, while in the remaining two, 

diagnosis was based on clinical symptoms and typical lesions in 

electromyography study. All of them were successfully treated with rituximab. 

Lung involvement: Four patients, 2 men and 2 women presented with WM-

related lung involvement diagnosed by biopsy or bronchoscopy/lavage. All of 

them had relatively restricted BM involvement and low serum IgM levels. Life-

threatening bleeding was observed in 2 patients: a man who presented with 

severe intestinal bleeding without any other obvious cause, and received BDR 

with subsequent bleeding tendency resolution, and a woman with persistent 

anemia and a mass in the right loin on clinical examination, corresponding to a 

spontaneous right kidney hematoma at ultrasonography. The latter underwent 

right kidney nephrectomy, followed by R-chlorambucil, with excellent results. 

Autoimmune thrombocytopenic purpura, responding to corticosteroids and/or 

rituximab, was observed in three patients during disease course. 

Hyperviscocity-related coma and mental disturbances were observed in 2 

patients: the 1st, at disease relapse, was successfully treated by plasmapheresis 
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and R-CHOP while the 2nd, whose diagnosis was unknown at the time, 

succumbed on the 2nd day of hospitalization, few hours before starting 

plasmapheresis.  Severe cryoglobulinemia was observed in 5 patients, either in 

the form of cryoglobulinemic  rush (in 2) or of fingers/toes’ necrosis (in 3), 

accompanied by massive hemolysis and renal failure, requiring plasmapheresis 

and immunosuppression in 2 patients. Bing-Neel syndrome: A 44 years old 

female with WM in remission, presented 5 years after diagnosis, formicaries of 

the upper left limb. Brain MRI revealed leptomeningeal disease and treatment 

with intrathecal rituximab was initiated with success. She relapsed in CNS 7 

years later, was refractory to intrathecal MTX and restarted intrathecal 

Rituximab treatment.  Acute renal failure due to cast nephropathy was 

observed in a 64 years old man, initially thought to have MM; however, 

intraabdominal lymph node and bone marrow biopsy, as well as increased 

monoclonal serum IgM and an unusually large amount of serum free κ light 

chains (2730 mg/l), were consistent with WM/LPL. Conclusions: Physicians 

should be aware of rare WM/LPL manifestations since some are life - 

threatening and others carry significant morbidity.  
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Table 1. Frequencies of clinical manifestations in a series of 194 WM patients 

   

Disease manifestations Percentage (%) 

  

Anemia 40 

Lymphadenopathy 20 

Splenomegaly 11,3 

AIHA 7,7 

Thrombocytopenia 6,7 

Lymphocytosis 5,6 

Peripheral neuropathy 2,5 

Cryoglobulinemia 2,5 

Lung involvement 2 

Constitutional 

symptoms 

1,5 

AL Amyloidosis 1,5 

ITP 1,5 

Severe bleeding 1 

Hyperviscosity 

syndrome 

1 

Bing Neel syndrome 0,5 

Renal impairment 0,5 

 

 

 


