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Abstract Idiopathic multicentric Castleman disease(iMCD) is a rare hematological disease. In 2017, Castle-
man disease collaborative network(CDCN) published the first international consensus on diagnostic criteria for iM-
CD which further classified this disease into iMCD-NOS and iMCD-TAFRO. In 2018, CDCN published the first
international evidence-based treatment guidelines for iMCD which emphasized the role of interleukin-6 (11.-6) tar-
geted therapy. Since publication of these two excellent works in Blood , researchers worldwide have been contribu-
ting in the classification and treatment(especially therapy directed against targets other than I1.-6-signaling path-
way) of this rare disease. This review aims to give a brief delineation of progress in the classification and treat-
ment of iIMCD since 2018.
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