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Introduction
Macrophage Activation Syndrome (MAS) is a rare but severe hyperinflammatory condition driven by immune 

dysregulation. While MAS is often secondary to infections or malignancies, its presentation as an inaugural 
manifestation of systemic lupus erythematosus (SLE) is exceptionally rare, posing significant diagnostic and 

therapeutic challenges.

Observation

Discussion
Macrophage Activation Syndrome (MAS) is a rare but severe complication of systemic lupus erythematosus (SLE), 
and in some cases, it may represent the initial manifestation of the disease. In our series, MAS was the revealing 
feature of SLE in all three patients, who presented with fever, cytopenias, a marked inflammatory response, 
hepatic and renal involvement, and high disease activity.These findings are consistent with the meta-analysis by 
Wang et al. (2024), which reviewed 86 cases of SLE-associated MAS. Their study emphasized that more than half 
of the cases were inaugural and frequently associated with high disease activity, hypocomplementemia, and 
multiorgan involvement. Despite advances in management, the mortality rate remains substantial in cases with 
delayed diagnosis.In our experience, early recognition based on HLH-2004 criteria and immunological markers 
enabled the prompt initiation of immunosuppressive therapy. Two patients showed favorable outcomes 
following methylprednisolone pulses, high-dose oral corticosteroids, and additional immunosuppressive agents. 
Unfortunately, the third patient died from a thromboembolic event, highlighting the potentially life-threatening 
nature of MAS in the context of SLE.

Conclusion
These cases underscore the importance of recognizing MAS as a rare but severe inaugural presentation of SLE. 
Early diagnosis and prompt therapeutic intervention are essential to improving outcomes in this life-threatening 
condition
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