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Abstract  Inflammatory bowel diseases (IBD) is a risk factor for hemophagocytic lymphohistiocytosis
(HLH). In the etiological classification, either IBD/HILH can be the same primary immunodeficiency disease,
such as X-linked lymphoproliferative disease 2(XLP-2), or IBD is the trigger of secondary HLH. At present, the
number of cases related to IBD associated with HLLH is increasing gradually. The diagnosis and treatment of HLH
and IBD in such cases is very complicated, because the initial symptoms of HLH may be considered as infection or
the deterioration of the IBD itself. The delayed diagnosis of the disease leads to the delayed treatment. which may
ultimately explain the high mortality rate of HLLH. Therefore, this paper reviews the research progress of IBD-re-
lated HLH, and summarizes and analyzes the pathogenesis, mechanism, treatment and prognosis of this popula-

tion in detail, aiming to provide ideas and clues for the diagnosis and treatment management of IBD associated with
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HLH.
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