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Establishment of novel diagnosis methods for hereditary nephrontubular diseases
using the disease-specific iPS cells
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Ellsworth- Howard in vitro

To develop in vitro parathyroid hormone (PTH) stimulating test, we will
establish the disease (psudehyperparathyroid: PHP)-specific iPS cells from periferal blood
mononuclear cells (MNC) of PHP patients and differenciate the PHP-specific iPS cells to
nephrotunular cells on which we will perform the PTH stimulating test. iPS cell line (201B7) was
differenciated to nephrotunular cells in matrigel with BMP2, BMP7, activin-A and retinoic acid.
201B7 cell line was differenciated to aquaporin-positive nephrotubular cells. Addition of PTH
increased cAMP levels and incorporation of Phosphorus in RPTEC. We established iPS cells from MNCs
from patients with PHP and confirmed diffarenciation to aquaporin-positive nephrotubular cells. We
could completely eliminate the contamination of undiffareciated iPS cells with rBC2LCN-PE23. These
findings indicate possibility of establishment of diagnosis of hereditary nephrotubular diseases by
the disease-specific i1PS cell technology.
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CD13, SGLT2, GGT, PEPT1, PEPT2, GLUTS, OAT1, OAT3, OCT1, AQP1,
Nat*/K+ ATPase, NBC1, MDR1, Vit D3 Hydr, AQP3, NCCT, PODXL, OCTN2, KSP-CAD,
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rBC2LCN-FITC this time 1:200. il
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Exposure time 500
rBC2LCN-FITC this time 1:500.
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