A=y FRE (MSUD) fdizk
lymphoid cell #¥ksr & FERERETEME

I -} *
AN :: B
(BEACK IR FH/ A

A=Fnvoy FRE (MSUD) ©BWHNCIE R B (5K, BIERMEERE, SEY » o8k
(lymphoid cell) 7&&iCDIWT, [EERE THB branched chain keto acid dehydrogenase
complex (BCKAD) ZJIFET 2 C EMMETH B, CDH B, K H MK EROMEN
o BEMWEHFELTOAROAFRIEETHS. LhL, BiPREFEICHEND 2. RAEE
BRHEF AT I220~30I VO MINETE R FTRET H 2 0%, LIBRIIAATREIC 1850 — %, lymphoid cell
FEALT BRI ISR T2 C MRS LN TN B, #E> T lymphoid cell 4L L
TRETHE, RICBEESHC Lk TbELY ORANIRETH 5. ANFRIRONETRAEZ
7z MSUD BE 7 &5 5 lymphoid cell £ %ML L, €1 5182 T BCKAD 2 HI%E L
720

HRAMRBRUBE

BERR 2 ) —= v/ TRESN AL TEZOBELGRIL, DbhOPUIRBICEHEL T
5Ly, TS ) VB SEE L, in vitro TEB v 4 v 2 ZEEE#/H/EL7z (Matsuda 1.
et al. Clin Chim Acta 80 : 483, 1977). {h®3¥E® human mutant cell repositry & ¥ 2D
classical type MSUD # A B A L, —##ICBEFEL AIE L7z, BCKAD (3 “C-leucine, C-
valine, *C-isoleucine % 2% & L Ferrson ®Jji% (Clin Chim Acta 87 : 167, 1978) TiT o
7o

BRRUEER

(1) EHEBROBEEBEREN

Subculture 1 H# L D 4 ~5 AR HIEIT logarithmically (¥ L 72  OR®D viability
F—EICRI N T 72, BCKAD JEMEE AR OB & ST LT ER Lcds, MSUD #%Tid
—ELTEMEER L. DEORETREI subculture 4 HERICEMWRIEZTT > 7o

(2) MSUD #E#OBRFEE
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Branched-chain a-keto acid dehydrogenase complex activity

(p mol/10% cells/90 min)

Substrate

Leu Val Ile
MSUD I (Kagoshima) | 9.0+5.6 (6) 11+5.3 (4) | 4.4+4.5 (2)
MSUD I  (Kurume) 12+4.9 (6) 15450 (6) 10£3.6 (2)
MSUD II  (Kyoto) 4.740.9 (4) | 8.6+1.7 (4) | 5.4%0.8 (2)
MSUD IV (Nagoya) 3.0£1.0 (3) | 6.4+5.3 (4) | 1.7+0.5 (3)
MSUD V  (Tokyo) 29212 (3) 3277 (3) | 14+4.6 (3)
MSUD VI (Okayama) 36.5+£3.5 (2) | 30.5+7.8 (2) |18.5+9.2 (2)
MSUD Vi (Kumamoto) | 5.842.2 (3) | 6.8+3.3 (3) | 6.6+3.7 (3)
MSUD Al 2.1+1.3 (3) | 1.2x1.8 (3) | 0.9+0.9 (2)
MSUD A2 6.0+£0.9 (3) | 6.61.2 (3) | 2.0+£0.4 (3)
Normal Control 1 107438 (8) | 109+28 (6) 76£5.0 (3)
2 13930 (4) | 13127 (6) 67210 (3)

3 101454 (3) 87+38 (3)
mean 109+38 71+9.0

11442

HPEOEZEHRKDO BCKAD HidFICRT & 5T Classical type 3 4, Variant type 4

f&jf:o

(3) ¥EHIC leucine 20 mM (T HNZA - B4, EF - MSUD Lt @ lymphoid cell T4
HHEIM A A S Nt ht, i MSUD @ cell €13 HEACTERERE SO BEBRNLEDS

7o

VI E MSUD CREZEEEEBHNE IV leucine BRI ORBIC BEELBEEOS 2 C &0

1o hliz 3,

Mean+SD, ( ) : number of determinations.
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BEHTFIRA b OCRGEEMXTER YIMHER ﬁ
BXO—BTIH. BREOMRECERENETAIRENHYET

(MSUD) , ,
(lymphoid cell) , branched chain keto acid dehydrogenase
complex(BCKAD)
20 30 , , lymphoid
cell lymphoid cell

MSUD 7 lymphoid cell , BCKAD



