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Macrophage activation syndrome (MAS) is known to be a severe and potentially life-
threatening complication of rheumatic disorder, especially systemic juvenile
rheumatoid arthritis. It is very rare for MAS to be an initial presentation of systemic
lupus erythematosus (SLE).
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Shi LJ et al. MAS as an initial presentation of SLE
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Abstract

In a recent article, Sun et al. reported a case of 36-year-old female with -
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Macrophage activation syndrome (MAS) is known to be a severe and
potentially life-threatening complication of rheumatic disorder, especially
systemic juvenile rheumatoid arthritis. It is very rare for MAS to be an initial
presentation of systemic lupus erythematosus (SLE).
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Mar 01, 2020 - Secondary HLH due to autoimmune disease is known as macrophage activation
syndrome (MAS).2 Patients often suffer from recurrent fever, cytopaenia, liver dysfunction and a sepsis-
like syndrome that may rapidly progress to terminal multiple organ failure. It is rare as the first

manif ion of sy ic lupus eryth (SLE).
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phag ynd (MAS).2 Patients often suffer from recurrent fever, cytopaenia, liver
dysfunction and a sepsis-like syndrome that may rapidly progress to terminal multiple organ failure. It is
rare as the first manifestation of sy (SLE). We report an unusual case of

new-onset SLE presented with MAS and sensori-
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with potentially life-threatening consequences. To the best of our knowledge, this is the first case
reported in literature for a constellation of MAS, glomerulonephritis, pericarditis, and retinal vasculitis as
initial presentation of SLE.
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Macrophage-activation syndrome is a severe, potentially life-threatening,
complication of several chronic theumatic diseases of childhood. It occurs
most commonly with systemic-onset juvenile idiopathic arthritis. In
addition, MAS has been described in association with systemic lupus
erythematosus, Kawasaki disease, and adult-onset Still's disease. It is
thought to be closely related and pathophysiologically very similar to
reactive hemophagocytic lymphohistiocytosis. The incidence of MAS is
unknown as there is a wide spectrum of clinical manifestations, and
episodes may remain unrecognized.
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