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Abstract
Hemophagocytic lymphohistiocytosis
Pacharapan Surapolchai

Department of Pediatrics, Faculty of Medicine, Thammasat University

Hemophagocytic lymphohistiocytosis (HLH) is a syndrome characterized by inappropriately activated lym-
phocytes and natural killer cells that produce high concentrations of cytokines. It is evidenced that "hypercytokinemia’
and subsequently uncontrolled activation of histiocytes/ macrophages and T-lymphocytes underline the progressive
organ dysfunction which leads to death in affected patients. The predominant clinical findings of HLH are persistent
fever, cytopenias, hepato-splenomegaly and hemophagocytosis. Diagnosing HLH is extremely challenging and HLH is
usually fatal if untreated. The Histiocyte Society treatment study (HLH-2004) outlines diagnostic criteria and treatment
protocol, based on chemo-immunotherapy, as well as treatment of underlying conditions and supportive care. Subse-
quent hematopoietic stem cell transplantation is recommended for patients with familial disease or molecular diagnosis,

and patients with severe and persistent, or reactivated disease.

Key words: Hemophagocytic lymphohistiocytosis, Histiocyte, HLH-2004






