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Bl 1B (42.2%) Horeds, ThiEB (SLCREEE)
ORBTHYBEARANRI.2% THoIZ LT —T 1
777 NOFREESE X BN, §%b, a2 bue—n
HRO2HEBREDCRENBRONIBFERT—T1 777
FOTESELEZL. 2 hu—n0 3 FEOREEKER)
REBRONBZERDOR T ) —= ITHRHELEZ OGN,
Tsamipr, 2 I LEH

BROABRGEMIRZERVE MBTPS2 BRIC
KDRET DEEMNETOHSERA (2)

(UBE—EB, PHBEF'. WOHE—. SHRIEE

Bk, RERATHHREEERICERGBE,. ABE
R IER,. TMRE &R - 5 - B - FOMBRRE
#{¥ 5 BRESEK/BRESHECKAERBE DIEFIANS, [FAPLE(RHE
OFERIREF THOMBTPSZBEGT D I A A %R (c. 1286
GoA, [p . Argd29HisD IC L W RET I Z L 2B OLMNCL T
Wh, MEEETIC, =0 RREM (54£17.58, E17.5)
HROMEH T SMEME (CUT, SiihEan) %
RWITRREZITV, BRSO Mbips2DFEB] ZsiRNA
TimHE 3 L. REMP SIS 5 )R
RECABRQIZ 28 A L 7-GFP(Green Fluorescent Protein) 23#ifa
PITH—TiE 2 {dat RIZAHT D RE M (LLF. GFP-
dotiiRa) DS, 2 b u—/LHERIOF2. ML .
& & ITGFP-dotiiiz 7 # b — A0 CdH B iEI4R Caspase-
METHBETHY . TR = REFBILTNWE I L 2H
G L e, RKEMBL ERR VAV S F A REEROT
HOEBERF THDATFOIZER L . Mbtps2 2 RBERMHIL 7=
R PRI, TE L RIATFS (B D ITBITL &~
SHENEGRETED) FHALLRER. 7R =3 X @5
PP LT, Uk XD, FEFIZR SN 3 KEMHRIES
EXSEBESR ¥ 0SB4 HERIZ ATF6 215 /Matk
A MRS T ABRBOBENEE L TWD LrgeEhs,

SR CBHEENERRR MBI R (O DBB S A,
B :

— 7 —



HIBCH(3-Hydroxyisobutyryl-CoA hydrolase)
RBEORT

WEBB—68. ARKYF. 2F B2 LWz, AEEn s,
FHETF. RELF. BLXH. LBB—. TRSSS
=HERY BRER
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the Lesch-Nyhan Disease International Study Group
(‘Emory Univ, 2Paris Descartes Univ, 3La Paz Univ
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