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Progress of ruxolitinib as first-line treatment for hemophagocytic lymphohistiocytosis
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Abstract Hemophagocytic syndrome, also known as hemophagocytic lymphohistiocytosis (HLH) , is a syndrome of

high inflammatory factors caused by immune-mediated overactivation of lymphocytes and histiocytosis. The inflammatory fac-

tor storm and its resulting extensive organ and tissue damage are the pathophysiological features of HLH. JAK-STAT pathway

activation plays a key role in the occurrence of inflammatory cytokine storms in HLH. The JAK1/JAK2 inhibitor ruxolitinib

can treat HLH by inhibiting the JAK-STAT pathway to reduce levels of inflammatory cytokines. Ruxolitinib is mainly used in

the salvage treatment of relapse refractory HLH. In recent years, the studies of first-line treatment of HLH by ruxolitinib have

increased year by year. This article reviews the mechanism, clinical studies and complications of first-line treatment of HLH

with ruxolitinib.
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