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1. FLC&IC

WABWONET I JBTHhbuf vy, fvudg
v, Vi, ENRFNIBRIC IR EE A L T D
ZENS, IEgE T I /W (branched-chain amino acid :
BCAA) E#MBREND. BCAAIXSY ¥ /87 H DR E 5 &
LTI15~20%&ENTHEY, £ DBCAAZERT &=L
DY IR EE L THRNIZRE IR TS, Bz sy o8
IE R BERDLIETEL L DBCAAREINT 52 LN TE
L. RN A ENBCAAD L 3% v 7 E ok
BL LTSNS, MBNINC Y 287 B A F
N VEREOIRETHIEIET S, BCAAITTH K 2264 %
JHEOEGHEREL, HREHHT LI WL MICSN
TWwh. $rl2ue 4 ¥ »iE, mTORCI (mammalian target of
rapamycin complex 1) Z AL CT% Y237 HOEK (FFHR)
EIRAET B EHFFICHH (F—bT7 7 Y—) 2WHITE S
EBHLPICENTWAS. T2, WFLEWIC L 5> TBCAA
IVET I JBTHH I LD, KRNICHIERD ARG L
THEY, AFTIEBCAAG RN & Z o EEPEIZD
WTC, EhOIREBIY ) v o7y b AOMEN H1%
BNRERE D LKA T 5.

2. BCAAREZR

BCAAIZEWXI P Y FYTHT6~10RAT v 7D
IR E D SRS, REIICT LTV CoAD LLIFA Y
YIEZNVCoAE R DD, WAD2AT v TDORIGE=DD
BCAAICHETH 2 (R, H1 AT v 7 Tld, BCAA
7 3/ AR fEREF  (branched-chain aminotransferase : BCAT)
WX DBCAADT I HD0-r b7V 7 VI (a-ketoglutaric
acid : aKG) ZHER SN, lEdHa-7 M8 (branched-chain
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a-ketoacid : BCKA) 2% L L Hic, V¥ I V%A
g b, ZORIBEWHENZRT I EEBETH D,
BCATIZIZZ=2D T A VA AP ET 5. —2iEI b3
¥ FY 7ICRET 5 BCATm, 9 — 23l E I HET
%BCATc THb. D HBCATmASBCAA RO T H 7
WMETHLEEZOLNTBY, BT TXTORKMITIHS
LTWw27%, HFETORBREIIE DO TR0, BCAA
MO RHT I/ REIRLZ ) TOHEI B, —
75, BCATc DFEBUIBREN T, FITHMERTHIL T
5. WILOWIZEIZ LY, BCATe DI BEGH OB A 2l
GEPAL L 72 THlIE R — B s ARIIE) CT¥ind 5 2 & a8
WEIRTWBE?Y, Bl Lh 5, BCATmIZBCAAD
SR < DK L, BCATcIFMIBE T/ VY I VRO
A &, A RER MR B W TEE A RE 2
TWbEEZLNTWA,

B2AT v 7T, ke b RBK R R A
(branched-chain a-ketoacid dehydrogenase complex : BCKDC)
\2 & D) BCKA 2S5 I $6 7 3 )V CoA (branched-chain acyl-
CoA : BC-CoA) IZZ¥ I 5 & L HIZ, CO, & NADHS
AR ENSL. ZORISIEBCKDC 2R T 5 =204 7
= v b, El (branched-chain a-ketoacid decarboxylase), E2
(dihydrolipoyl transacylase), 3 & UYE3 (dihydrolipoyl dehy-
drogenase) (& AN L BRILIMBLURERBULG TH D, H1
AT T ORI AR THRENN S 5 OS2 %0
HW., Z07®, TOHE2AT v THBCAAG R RO
dBERE LTEZLNTEBY, BCATmIZ L ) Ak S
N 7:BCKAIZBCKDCIZ & ) R M2 b. 20
BCKDC &, #F %1y ¥ MRILE# 3% CTH % BDK (branched-
chain a-ketoacid dehydrogenase kinase) (2 & ) AN{f PEfb &
M, B Y EMLE 3 T3 % BDP (branched-chain a-ketoacid
dehydrogenase phosphatase) 2 & D i§Efb 3L 5. 3 X
7 v TURE, 2l 4 Okt 2 & Tol S b 705,
WA T £ F IV CoAd LLIFAZ ¥ =)V CoA B KL,
TCA BB I HbHG S, ATP PEARCHERT A 7 & DOFEHIFIH
N5, BCAAGRDOREH RS L O 59 54K
SNHERHYOPIZI S TSI ERAMEREL AT S D ON
FETHIEPAMONTBY, uAf vy O5EEWNTH S
KIC (a-ketoisocaproate) 7% 54K 4% HMB (B-hydroxy-
p-methylbutyric acid) 135 ¥ 737 B &K & AdHE 3 2 1EH 23
HoY. FrEE N ok (B2) oR#THREkT
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BCAA: branched-chain amino acid, BCAT: BCAA aminotransferase, BCKA: branched-chain a-keto acid, BCA-CoA:
branched-chain acyl-CoA, aKG: a-ketoglutaric acid, KIC: a-ketoisocaproate, KMV: a-keto-fS-methylvalerate, KIV: a-ketoiso-
valerate, BCKDC: BCKA dehydrogenase complex, BDK: BCKDC kinase, BDP: BCKDC phosphatase, IV-CoA: isovaleryl-
CoA, MB-CoA: a-methylbutyryl-CoA, IB-CoA: isobutyryl-CoA.

& % HIBA (f-hydroxyisobutyric acid) A%l Pz B & O
B ONRITEREOR Y AKRZIEHALL, EiH TRk
MRE 2 EREE, 4 V2 VB ES ISR &Y,
methylmalonate semialdehyde 2* & A2 i & 11 5 BAIBA (f-
aminoisobutyric acid) (I EIFHMILOX— 24k,
TORBALEFEL, TOMPRESLERBDY) A7 LK
RHl§1Z b ORERDHHY.

3. BCAADHEHIENEBOEE M

TP HOBCAAGTRREIRED —D L LTA =T V¥
T v 7 JRIE (maple syrup urine disease : MSUD) 23415 1
T3, TNIEBCAAGHROE2AT v 7 &5 5
BCKDCODEL E2H 7 2= FOERIZL > TH &R &
N RRMEEEEBRTH SHY. MSUDHH TIE, BCKDC
WPEAMERT L, BCKA %57 T & 272, BCKAAMH
WCERL, RPIchRBT 5720, Rde-7 NBEEHD
A=TNTay TOL) BHVEWERD. Kk, HE
RGBT, T ¥ F— ¥ 2 %E9 Leigh KEINIE D 5
K& LT, N % (X2) OHIBCH (3-hydroxyisobu-
tyryl-CoA hydrolase) DZEFAE ST W57,

F 4R, BETWES YA EHWMTICLD,

BCAAGTIRR D BEEN R A LHLNMIZEINDODOH S
(¥1). BCATmZ & H TRES L~ 7 X (BCATm-KO
Y7 A) TIEBCAADGRMNTEYT, a3y ba—L<Y
AT BCAAEE S 10/ L LI ER T 2Y. &
DX 7 A TIIARHNDBCAARIED A I, &5 TS
YR EDERAIMEHE E N D E RIS Voo B D4R
bIAESH, 2O A VF—RFIITHET L. 20k
OBCATMm-KO~ 7 X T, EEGEEPU L 2 EH, 4
VAN VIEZWEOR T AR SN R, & 512, BCATm-
KOV 7 A FFAEBFEIAE LK T T2 00, F
ATEENIC BT 5 T A F— 712 B W TBCAA SRR 7S
HETHLIEIRBINRTNEY. /2, Wz
BWAERELFHOBEORRIIB VT, BCATmDZE R

(BCATm DiHPEAME T L, 1A BCAAJRED EA$5) »°
FERENTHS Y,

BCKDC O I 7 Ik Z MK T 5272 = v b DK
< A%, MSUDBDFEBIM%Z/R L ", BCKDC % i) ~
AL LT PEIL 3 % BDP O KIH~ 7 A i O MSUD £
OERBPMZRT Y. F 725 E, BDPRIA~ 7 2 T LHERE
METLTUOAEZFRT LI EDRRESRTWS Y,
—7J7, BCKDC#% Y ¥t L T % BDK DRI~ 7 A
TlX, BCAADGEAMEAE L, IfiH BCAABE D 50%,
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BRICIICBWTIEN30%ICE TR T 5720, (AEN
Y= 2L ) HETT S 2O XATIEEKG
PRATAED TANA () ZRIET SR LE, R

AUMN
1 BCAT
KIV

l BCKDC
IB-CoA

!

Methacrylyl-CoA

HIB-CoA

l HIBCH
HIBA

!

Methylmalonate
semialdehyde

!

Propionyl-CoA

<€—> BAIBA

Methylmalonyl-CoA

AT =)LCoA
®2 N opfER
HIB-CoA: f-hydroxyisobutyryl-CoA, HIBCH: HIB-CoA hydrolase,
HIBA: f-hydroxyisobutyric acid, BAIBA: f-aminoisobutyric acid.

TOREFBD LN, F/2, TADA L MEEEZPE
) HEMRELR EDVFEDOSNLE POFKRIZE VT, BDKD
BEPEOPS TS,

4 X BCAATRE O T 255 I T T BIT oW
TN %728, Cre-loxP ¥ A 7 4 % IV CTH R AY
(muscle-specific) BDK/KIH~ 7 A (BDK-mKO~ ™7 A) %
fE# L 729, BDK-mKO~ ™7 X Tl&, #if kD BCAAR
EAST Y ba— )b AR TEBG T40%FEEF T
T L7225, &8 BDK-KO~X ™Y AHR L7 &9 Rk EMRK
T, WRRORE IR LN, FHRHERICLEL
FARLN ol LI L, BCAAZ —#HIICHE T 5
L, 2o — < AZHRTBDK-mKO~ 7 A D145
¥ O mTORCHIGEME S A B2 LA L7z, 2 1idmTORCI
DBCAAIZK T 5 B2 LA L, 1810 7% BCAARE
[ SR R I VY - N AR AR RO R A>F (I Sy T 4
YR EERE20% D5 8% IS LA (ks vo5y
Bfr) THET AL, BDK-mKOY ™ ADEHKAIZHITS
mTORC1 G, i 5 > /8 7 BikEDS, av ha—n~
7 2R THBIMT L7225, 3%BCAA % & kK%
Ezne, KTHPHAONL Tho5DZ EH5, BCAA
DA L72BICBCAA R 2 B 2, IEH 7 BCAATRE %
O LS, Wiy YN R TADICEHETH
LT ENPREBEINT. —T, Py FIVEHw-EE
BRI L D, BDK-mKO < ™ A D JGEB )1 12OWT
RN L7 2h, B L —= v 7 Z2AML TRV
BTy b — Y X EEBETH-7205, 1H1E
M OEED N —= 0 7% 2 AN L TLA L RAGE
e ix, I br—= Y A2~ TBDK-mKO X ™7 A
THBEIKTL, MEBCHZ) a7y 23 TFTLTw
727 kDI EhS, BCAAGRRZIEWICHED, 4
DOBCAABEEZE T SRV L, i) a—4 &

F1 BCAAGRIIBUI 2 ELEMETRI~Y Y ZAORBM L B#ETERIZL e MER

HIAT ~ 7 ARBA, v MERE
BCATm BCAA LJ#. (=w %, & h)»0
5 Sy B - SRR (= 2)Y
HEEREIET (v 2)”
MfRcR R GoRRESE) (v M)
BCKDC (E2) BCAA 3 & U'BCKA L&, MSUD (%%, b )&
BDP BCAA B X I'BCKA F5., MSUD (#J) (=w A, )P
LR (v 2)
BDK BCAAKT, MR EY (TADA) (RTA, B MW
Wiy VX IR (&5 Y8 ) (= R)Y
EE) N L —= v ZHEISEEIE T (v )1
HIBCH FFTYR—Y R, Leighkhigie (& 1)o7

MSUD: maple syrup urine disease.
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2L, EE) L —= Y TORRE T IHIET 5720102
HETHLIEDNEZOLND.

4. BBHYIC

o X 9 IZBCAA DO HZNEIL, ¢ P ORE
B B BIEIENT, B X OEETRES T ADENH 5
HOERIZENDDH Y, EHE, X5y KRa— A% I
0, ZOMBBEYE OB 72 RIS OV T H W SIS
NoodH5b. ZOMBIFRNBDKRKIE~ Y 21, #HlAk
\2B1T % BCAA R D EEAN: % in vivo TN T 572000
ey — Ve LTHMTHLEEZ DN, ST T MKk
2BV B Hi7: 7 BCAA OEREMEH I s 5.
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