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Summary Castleman disease(CD) is a rare lymphoproliferative disorder that clinically presents with single or
multiple lymph node enlargement with or without symptoms of multi-organ or system involvement. CD is histo-
logically classified as clear vascular, plasma cell and mixed subtype, and clinically classified as unicentric(CUCD) or
multicentric(MCD). MCD is subdivided into human herpesvirus type 8(HHVS8) -associated MCD, POEMS syn-
drome-associated MCD, and idiopathic MCD(IMCD). The pathogenesis of CD is unclear, but it is established that
HHVS is associated with HHV8-MCD and human interleukin 6 plays a key role in the pathogenesis of iMCD.
UCD is usually a focal lesion with mild symptoms and can be completely resolved after surgical excision. MCD
presents with multiple lymph node enlargements, systemic inflammatory symptoms, cytopenia and multi-organ
dysfunction caused by cytokine storm. The treatment of MCD is mainly systemic therapy such as targeted thera-
pys chemotherapy and immunomodulatory therapy. but its prognosis is poor. The current use of antiretroviral
therapy and rituximab has greatly improved the prognosis of HIV-positive/negative HHV8-MCD patients, and an-
ti-11.-6 targeted therapy is effective for many iMCD patients, but new treatment options still need to be explored
for refractory cases. Several CD-related diagnostic and therapeutic consensus have been published recently, playing
an important role in promoting CD research and treatment and receiving more and more attention from clinicians.
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