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Commentary

Castleman disease, TAFRO syndrome, idiopathic
plasmacytic lymphadenopathy, and autoimmune disease

Naoya Nakamura
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Although Castleman disease (CD), first described by
Castleman in 1954' and termed multicentric CD by Frizzera
et al. in 1983,% is a famous disease, CD was regarded as
being rare and complicated. Several subtypes (diseases)
have been included in CD and finally, in 2017, the first inter-
national consensus diagnostic criteria for idiopathic (KSHV/
HHV-8 negative) multicentric Castleman disease (iMCD)
were published, and CD was considered a heterogeneous
group consisting of unicentric CD (UCD), HHV8-associated
MCD, iMCD-NOS, iMCD-TAFRO, and POEMS-associated
MCD.? The concept of CD seems to be clear; however, we
still have several questions regarding the relationships among
CD and related diseases, especially in Japan.

Idiopathic plasmacytic lymphadenopathy with polyclonal
hyper immunoglobulinemia (IPL) was first described by
Mori et al. in 1980, three years before Frizzera’s paper on
MCD was published. This disease was further described by
Kojima et al. in the 2000s and he subdivided MCD into IPL
and Non-IPL, the latter including autoimmune disease-asso-
ciated lymphadenopathy.® On the other hand, TAFRO syn-
drome (thrombocytopenia, ascites/anasarca, fever, reticulin
fibrosis, renal dysfunction, and organomegaly) was first
described by Takai ef al. in 2010.° Since its pathological
relationship to CD was indicated by Kojima et al. in 2008,°
what Kawabata et al. referred to as Castleman-Kojima dis-
ease,’ is now termed iMCD-TAFRO. Moreover, TAFRO
syndrome is clinically known to include patients with auto-
immune diseases.

In this issue, we reviewed CD and related diseases for
understanding the relationships among these diseases.
Nishimura M.F. et al. and Nishimura Y. ef al. review
‘Historical and pathological overview of Castleman disease’
and ‘International definition of iMCD-TAFRO: future per-
spectives’, respectively.®® Takeuchi K. discusses IPL with
an original paper by Mori translated to English.!® Koga T.
and Kawakami A. et al. describe the clinical features of
iMCD-TAFRO."" Kawakami A. is proceeding with Japanese

research groups for CD and TAFRO syndrome.'>!* Finally,
Nakazato Y ef al. describe the pathology of autoimmune
diseases.!

Last of all, I hope this special issue will be useful for the
readers of JCEH and I would like to dedicate these discus-
sions to the late professor Masaru Kojima, who was most
familiar with non-neoplastic diseases of the lymph nodes and
contributed with many writings.
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