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Abstract
Background: Several autoimmune conditions have been associated with non-Hodgkin lymphoma (NHL), including rheumatoid arthritis, Sjogren’s syndrome and systemic lupus erythematosus, psoriasis, Hashimoto thyroiditis and autoimmune hemolytic anemia. Specific histologic subtypes of NHL, with different incidence patterns, clinical features, gene profiles have been investigated between autoimmune conditions and NHL subtypes. However, there was limitation due to the low prevalence of autoimmune conditions and the rarity of NHL. Herein we reported a case with SLE developed marginal zone lymphoma 16 years after the diagnosis.
Case report: 
The patient, a 46 year-old female, was admitted to our hospital with chief complaint of progressive exertional dyspnea, generalized edema, severe anemia even after treated with high dose steroid. She was diagnosed as SLE with initial presentation of autoimmune hemolytic anemia, nephrotic syndrome (type V) for 16 years. She had regular medical control in a hospital of Tainan. However, aggravated hemolytic anemia with transfusion dependence was noted (2U pRBC per week). She was transferred to our ER and was admitted to ICU under the impression of SLE with severe hemolytic anemia (Hb 2.7mg/dl) & respiratory distress. Abdominal sonography discovered severe splenomegaly with hypersplenism. Bone marrow biopsy proved B-cell lymphoma. CT scan study revealed hepatosplenomegaly and gastric wall tumor. Surgical intervention was arranged under the diagnosis of spleen lymphoma. Splenectomy & local excision of small gastric GIST was performed. Spleen biopsy demonstrated marginal zone lymphoma. Hemolytic anemia improved after splenectomy. Chemotherapy was performed in hematological ward later.
Conclusion: Shared genetic or environment predisposition, anti-rheumatic drugs, EBV reactivation, chronic inflammatory response caused by autoimmune conditions is responsible for an increased risk for lymphoma. Higher disease activity associated with higher risk of NHL. In autoimmune conditions, dysregulation and hyperreactivity of B-cells, as well as impairment of T-cell control, may lead to the development of B-cell NHL. Previous reports revealed autoimmune hemolytic anemia was strongly associated with increased risk of NHL, including all major subtypes. Further studies into the mechanisms underlying the associations between specific autoimmune conditions and lymphoid malignancy subtypes will advance understanding of the etiology and may lead to preventative strategies.






