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WFZERC R OMEEE (J230) : Dysfunction of peroxisome cause peroxisomal disorders. I analyzed
the structure of glycosylphosphatidylinositol (GPI) anchor in patients of rhizomelic
chondrodysplasia punctate (RCDP) and Zellweger syndrome. These patients are defective in
alkyl—acyl form GPI anchor and expressing diacyl form GPI only. The expression levels
of GPI-anchored protein increased in the mutant cells of responsible gene of RCDP. I found
the involvements between peroxisomal disorders and functions of GPI-anchored protein.
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Figure 1. TLC analysis in RCDP1, 2, 3 and ZS.
RCDP 2 and 3 (a), RCDP 1(b) and ZS(c)
decreased alkyl—acyl form GPI anchor.
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Figure 2. Increased expression of
uPAR in NRel4, DHAP-AT deficient
CHO cells and NZell, alkyl-DHAP
synthase deficient cells.
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Figure 3. (a) siRNA of candidate protein decrease
alkyl-acyl form GPI anchor. (b) The candidate

@ ww  an v protein localized ER.

INDORERIL, O S oT ERT v
XTGP 7 v I —DAESRRICE D -
TWAH I EXHBFTLHT—XThDdEEZ
TWb,
AHFZHBEIC BT, L FFv Y — b
3 & GPL 7 > 1 — D RRE 5y O 1E O B %
O LT, Ly Y —AIRBREICE
75 GPT 7 1 —DRRER 7 OEES, 7V
XTIV GPL 7 v — D AR E X
BTN T2, ARV AR Y —
MRBEETCTAIATIARGGPI T —%
RELTWDLZ EE, TALY UIBEAES
%R % KT 5 CHO Z8 BANIAK Tl 7%
T INRIGPT 7 o —R KRBT 5H L &b,
NS TE OPNAEME GPT 7 v — T & X7 T
DFBENPEIML TWEZ ERHLNE R
0. SHBOAILEF T — NIEOIEHERRR I
MR 25D LR TE T,

5. ERRERLE



(WFFEREAE . WHIE5HE M ORI IR 12
(E 7))

UEiEams) G214

(D Murakami Y, Kanzawa N, Saito K, Krawitz
PM, Mundlos S, Robinson PN, Karadimitris
A, Maeda Y, Kinoshita T., Mechanism for
release of alkaline phosphatase caused by
glycosylphosphatidylinositol deficiency
in patients with hyperphosphatasia mental
retardation syndrome., J Biol Chem, 287(9),
2012, 6318-25. (H#dH V)

doi : 10. 1074/ jbc. M111. 331090

@ Kanzawa N, Shimozawa N, Wanders RJ,
Ikeda K, Murakami Y, Waterham HR, Mukai S,
Fujita M, Maeda Y, Taguchi R, Fujiki Y,
Kinoshita T., Defective lipid remodeling
of GPI anchors in peroxisomal disorders,
Zellweger  syndrome, and rhizomelic
chondrodysplasia punctata., J Lipid Res,
53(4), 2012, 653-63. (FKFHH V)

doi : 10.1194/j1r. M021204

(FayER]) Gt 210)

O #E §1T, ATH W, HE ERA, K
T Znav, GPI 7 v h—EARICBITAIEE
)%?)V7@7W%N&QW®%%,%
84 [B] HAAIFES KRS, 2011 49 H 21-24
H, =HB

@ Kanzawa N, Maeda Y, Ikeda K, Murakami
Y, Fujita M, Shimozawa N, Fujiki Y, Taguchi
R and Kinoshita T, Biosynthesis of
GPI-anchored proteins requires
peroxisome., 30\ HNEL 77 L X,
201146 H 28 H-7T H 1 H, #Li%

() G114

O M #17, KFZrv, £EORS T
D 55 T & & RE —Fu%@%ﬂiﬂ@/ﬁ%&ﬁ—
GPI 7o —D VTV 7B 50V A4
XV —LDOHENL FDHEE ] | Vol. 63, Nob,
2012. 456-459.

6. AFFERERE
(D) WFgEfFRE

PR 1T (KANZAWA NORIYUKI)
KR - SAEMIRAFFCRT « R TBhEL
W& F5 © 40452461




