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1.1 Introduction 

 

 Systemic lupus erythematosus (SLE) is the prototypic systemic autoimmune disease with variable 

multisystem involvement. Hematologic abnormalities involving multiple cell lineages are common in SLE. 

Lymphopenia was present in 75% among a large cohort of SLE patients and occurred more frequently than any 

other criterion used to classify the disease.
1
 Anemia is estimated to occur in about 50% of patients.

2
 While 

anemia of chronic disease and iron deficiency are quite common, autoantibody- or complement-mediated 

autoimmune hemolytic anemia are occasionally encountered.
3
 Autoimmune thrombocytopenia can result in 

severe thrombocytopenia and bleeding diatheses. Another less common cause of thrombocytopenia is 

thrombotic microangiopathy, a complication that also leads to a Coombs’ negative hemolytic anemia owing to 

microvascular thrombosis.
4
 Finally, neutrophil abnormalities may include neutropenia, excessive NETosis, and 

the appearance in the peripheral blood of a population of low density granulocytes.
5
 

 Whereas cytopenias in SLE are typically secondary to peripheral destruction, acquired bone marrow 

failure is a rarely reported mechanism of cytopenias in SLE. Myelodysplastic syndrome,
6
 aplastic anemia 

(AA),
7
 paroxysmal nocturnal hemoglobinuria (PNH),

8
 autoimmune myelofibrosis (AIMF),

9
 pure red cell 

aplasia
10

 and hemophagocytosis
11

 have all been described in SLE. Therefore, it is essential to determine the 

cause of the hematologic abnormality in the patient with SLE as treatments may vary dependent upon the 

underlying pathology.  

 In this review, we present two cases of AIMF in SLE as well as two cases of AA, one with features of 

PNH. We conducted a review of the current literature with the goal of more clearly characterizing cases of 

AIMF, AA and PNH associated with SLE. Specifically, we collected information regarding SLE serologies, 

hematologic manifestations, bone marrow findings, treatment, and outcomes. We discuss current theories on the 

pathophysiology of AIMF, AA and PNH in SLE and the challenge inherent in differentiating them from 

primary hematological disorders. We suggest diagnostic and therapeutic strategies for these disorders in SLE 

based on lessons learned from the present and previous cases.  
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