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We analyzed T peripheral helper (Tph) cells and extrafollicular B cells
(age-associated B cells, ABCs) in peripheral blood from patients with IgG4-related disease
1gG4-RD). The percentages of ICOS+ Tph cells, Ki-67+ Tph cells and ABCs were increased in 1gG4-RD
patients compared with the percentages of those cells in healthy controls. The percentages of Tph2
cells were also increased in blood from patients with 1gG4-RD. The percentage of Tph2 cells was
positively correlated with clinical parameters including serum 1gG4 and number of involved organs.
In addition, the percentage of blood Tph2 cells was positively correlated with the percentage of
blood ABCs, suggesting that Tph2 cells interact with ABCs in affected organs of 1gG4-RD. Moreover,
the percentage of 19G4+ cells in ABCs was increased in blood from patients with 1gG4-RD compared
with the percentage of 1gG4+ cells in non-ABCs. The results suggest that ABCs are a main source of

serum 1gG4 in 1gG4-RD.
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