BARBREFS TR EE PRETERER
“Mﬁ? / B D EREN AR
TH Eh  (REEREAPREGRYHRN %)

YIEH 7 2 /% (branched-chain amino acids (BCAA) : B A 2>, A VA v
.NU V) E, AT X JRTHDHTED, B NEEOTHILEOAERN TR
ZORFERDOHRBIFET D, Z 2 Tik, BCAA ik (fRER) HslzR Ok
AR 72 TE VR S S K OB O L FRIRIE I IR U 72 2 OBESE OTEMEFRENIZ S
W, GEE EOIZEE OISR T 5,

[BCAA 55fER]

BCAA Z3fi% (fRER) | 2T Py FUTIAFEL, YD 2o
DAT v 71L 3250 BCAAIZIHETH Y . T DR DK E 7 RS & R SO

ThD (Figure 1), #H—AT v 1L, BCAA 7 2 / H#nfEB%3 (branched-chain
aminotransferase: BCAT) |2 &% BCAA OR[#HRRT 2 ) BB KIGSTH D,
TRAT L, I o-7 MK SERESEE SR (branched-chain o -ketoacid
dehydrogenase complex: BCKDC) (2 X % 73IH o -7 RO AR AR 22 B2 LRI i
RS TH D, EHIZ, LTI % L 512, BCKDC (IfFEF T —F
(branched-chain « -ketoacid dehydrogenase kinase (BDK)) (2 X DR % v /X
HOU BT L OIEHFE SND Z EDNB NI SN, TRHOFEREID
BAT v T ORERIEEFATIFENE D BCAA RETZFEIT 5 & ST b,
BCKDC DiE MG B3 2 I OMFZEIC VT, T > MIThER & Ol &k
Y BDK OFFRNGAA DT, TORER, 44kDa DH—D X 87 BHER S



AL, BDK M[RESI Tz, KWT, BDK BN a—=r7 3, ZiuE
hay RUTOE R IEXF—BL L THD T a—=0 7 SN ER T
Hol-, Z® BDK Bz D/ u—=271F, LB UVBIKEREEAR
(pyruvate dehydrogenase complex: PDO)NZHFF) 72— (PDK)D 7 0 —=1"
ZICHFE L, BUETIZ4 DD PDK 7 A VYA LAOFENH LN ST,

S 512, BDK O EZREIZEET 28123\ T, BDK 7% BCKDC IZfEA L
TIHET DREGTL LGS L QORI & U CFEET 5 2 & B BT S,
BCKDC (I BDK DA AR Ik F L CIEMERRET () Shd 2 &3
L7 ZH 5 DOBEEELERIRIFEIC SN T, ek L UYWIRIEIC 1T 5
BCAA A D A 7 = X LRI S >od 5,

[/ 12 L D BCAA fR#ET O]

7 v FaRAWZERLE 2K D BCAA REFAEIONEIZ R WT, =X fr s
Vg ORE A BDK &840 L BCKDC {EHEZIK N3 % DT, BCAA fREi%
M5 Z EnR I, ZORTRIL. BCAA R OMEERE AT 5 & &
25, £12. 7y FORRIEHRLE CUBIC L > TH, REEOEEIZ LY
BCAA i3l sh s Z & b LM Sz,

—J7. Fx OMBTIZARW, Zva i F aA( it BDK OFE A HNE
52 ML S, ZULBCKDC EHED BH-ExtsT 2 2 &R ENT,
Z ORI, BCAA DEF/EDOIE L LTRIHSND Z L2RB LTS, &
7o A AV F 7 vaanFas ROEH EIFWIZ BDK OFBLZEET 5
ZERHLNIENTZDOT, BCAA fHZIIHIT2 B2 5N D,



[2i3% L5EENIC D BCAA Rt O]
Ty MIEZ R EREERESE S & HiEZIV T BDK % BCKDC 7>
O i LT BCKDC ZiEMAk L BCAA Rt RiET 22 L, —H &F 7
BRI S5 L OB T BCAA S 28092 2 E A L hc &z,
BCAA U DlgEsFr M BHET 278 TlE. 7 v F OIFIRIZ L~ TEE)
TILBDK OFEET ML S FFAET D128 LR O IEF 70RIETITEHE AR O BCAA
RERB IR VRNV Z E R BN STz, ZOEHEARICIH T 2 BCAA D
X, RIS T D% X BAROIREICEE THH Z E BRI I,
7 v MBI 2 HIGRES) GEBY) (X, BEHOAR 5 THRICE N TS
BCKDC {EME#E L R0 Z Lo bni, ZOEGEREMLOE b
fEA7A BDK OWAICEVFATE 5 2 L bRl &N, 2 bid, E X
D BCAA R MEES OB CH D LB X BND,

[BCAA Rt & %3]

BCAA RN 2B OEICET 5T v &2 HWTHZE TId, ITREZEI
£ VA5 BDK 23820 L BCKDC 23 &ML S 5728, JFi#ZE Tl BCAA 1R
MBS LD Z &I Lc, ZORTRIZ, IFEABEICRIT 2 M BCAA
REDKRTAZHITLEEXOND, —J7, 2BHERIFT v MIBIT HEA
Z Y SETIE, #A BDK 2301 L BCKDC JEMEPME T3 57295, BCAA
TR S 4L TIMAE BCAA RSN 2BMICH 5 Z & R Sz,

P ED X 91z, BDK IZ L% BCKDC OiEMEFRENCEE T 282812 L W . BCAA
RAFARRE D Z < OE DB LT E N7,



Branched-chain amino acids
(Leu, lle, Val)

a-Ketoglutarate

Branched-chain
aminotransferase (BCAT)

Glutamate *

Branched-chain a-keto acids

(KIC, KMV, KIV)
ATp | Kinase | App
CoA-SH NAD*  [ACTIVE FORM] \ (BDK) i [INACTIVE FORM]
Branched-chain a-keto acid BCKDC-
dehydrogenase complex (BCKDC) phosphorylated
co, NADH + H* /

Pi
(IV-CoA, MB CoA IB-CoA)

Figure 1. Catabolism of branched-chain amino acids.

KIC, a-ketoisocaproate; KMV, a-keto-B-methylvalerate;
KIV, a-ketoisovalerate; CoA-SH, coenzyme A, reduced
form; R-CoA, acyl-CoA; IV-CoA, isovaleryl-CoA; MB-

Acetyl-CoA  Succinyl-CoA CoA, a-methylbutyryl-CoA; IB-CoA, isobutyryl-CoA;
Acetoacetate  (TCA cycle) and BDK, branched-chain a—keto acid dehydrogenase
kinase.
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Figure 2. Regulation of BCKDC by the bound form of BDK



