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TET YR =Y AT EE N B Y I3 H B AL,
HIBEREE (L LTE T B %o FM A & IR, %
WHRED RS NI TRIZEEET %o

4);58 D EF

LB O BRI ATV~ T BRIIE O 3y & & W)
CTdH b, B O HBHEDEY IV B, UG A
FU= T RRIAE D G HEFINAS %o ARETIZE
BB DA PRI D, OEE FERES 5 Z &AM
LNTHEY, WM OREEMRAELIT) 22
D HN L, HATFINIFMZ TS /72 7aE
FUBBMIEDRE SN TV A BN FRIEE
PEAHTH 5,



3. BUNTFAS—EXRIEE

DEER(E 1)

B N F AT —E¥ REFEIZINIV N T - TR
FV-CoAF+T—+¥ (T2) KIBIELBIFIETN T2,
ZDENICHAFKEBEEL T2 AF AT 2TV
-CoA FFF—ERIJE, 2- A F V7L MNEEER IRAEAS
H %o WHBAELEEEEXZ L), T T
501 L EINT3ZRZADHIED B bo

e TIEMTBN R R B B0 R 50
O FF7—EPHEIEL, € N O KRIBIED
HEEN TS, INLHIXTRTHTIMFT—E
EFHEN DAY, B bF 4T —ERIBIEE V) L &I
(& T2 KABJE D A & FEIRL T\ %, T213 A v uA
rETMNAARORHOMFGITHEG L TED. 2D
C LD ORI A REY R T EHTH %,
C OFBITHAABEE I Lo THEAHS 2212
ol D DVEDTH b,

2)ERFRFTR

B b FF T — B RARE 1LY & % BRI, B
BTN VN =V AR ER BRI E 72 T HRET
B Bo FEVERE, 7 SRR T, 8, Bk E 2 &7
Fo 2 E TIZ90%DIEBI 23 5HAEE T 97,90%
DIEBITEG K E DBEGEDN G EE&LLRoT W5,
75% DREBIDERD HEFIEICEL T THOIFE
FOREOBEHREEL BT 5. BIEH30%D B
BHFETD L ITHEME B FE E B i 2 5§ o

— I R R TN IT Y R— Y A
A B B D ART NIRRT E RS TR
I D GC/MSIZ X 2 R HEIR AT T Id, 2- X F
W3- FuFIEEEE, 2- A F VTR MEERR, F )V
Vv, 3-eNu U EgEE, 72 MYERE R & o B PE
MWAFRD BN Do IR INIEEREIR T, —HEMAD
TRCTEHTH 5

3)aBELFE

B Wi XL O JABIRIZ I, 1FL AL
DEBENEELRFLE S TIEEIEEL T
%o AR B EFN R & 7230 B0 TG,
RGP DoEDRYITH %o

4) ;58D X
(A) 2 EADGE

Avaf v BB L NAREREIZ 5 72
DI T3 % TRIMED A ZAT) LED B B0 A
AN X B TIR—=Y A DFEFEITE TN A ME
WEBL RV DATHILEN D bo
(B) REHAD GHE

RAERE (15-20g/kg/ H) 23D 5T 5,
INVZF B TV G BHERTH otz b
VDD Do BHEAFLO TLHE T B RGN R
B EIEREHIRNG 7 R fiPe 5% IS AT W,
FAER KRR IE T 2 2 EDHETH b,



4. A VEEERMAE

NEEZE(E2)

AV E R IMAE X 1966 412 4~ W F 2 —t
VAR W 72 K. Tanaka 512 XoTHID THr
HEN T2 4V EERERIMAE X, GC/MSIZ X0 35
SN OHFREBEIMAETH 5 2 & LD, Flail
MREBTH %o TIRTI/BRTH LI, D
FBIEOMETH D A VNIV -CoAR3- AT
Wouabr=V-CoA I T 54 L)V -CoA i
KREBE DRI EFEIZL>THEL 5. FOHAE
BT BFEFEIIHS 2T WS R
ﬁ*ﬁ%ﬁﬁﬁuﬁ@éﬁﬁ%ﬁﬁ@ﬁ%# SHEL T100

ANZ1&EDP b otBbis, L2l
%)\%/(/7)1/1/*7‘111117’“2: SIS T WD AV
FRIMAED FESI N THBY, HRIZB W THEEL
BRLEEZ LN 5,

2)BRARFRR

BRI I B R SRR R BN 7 E B
BEDO BB X Z 0T 2R C B R
AR, T VR =Y A, B 7 BT IMUE, &
BRAORR A VERRIZLZHD T LT
NI ER)ZRT 5, —J7, BB RAT
(3 A VR AR TR GRE I & % FALTTHE D B
% & &I, Wik, BBIRFEAEZ AL %0 W DY
HITHFEVERH PN ERIR A 25 FRIZFRD SN Do
F RS ERN D 2L D% v, FiAR R AL
SRR BNIEATT HIEFIDHIS LT W %,

GC/MSIZ X B RPA IR ATTIE3-ehady

AVEREEE, 4-eFaX oAV ERER, AV L)V

NIy DR MR TEX S,

3)BELE T
A RA O FHRIIEL LIFLIRTEIZE S, |
PERI R BN H AR R LD I P HRAT R,

XED

4);58 D XK

(A) 2 HADGBE

O +H%A) = TFRIZALIELIEZE DR
DO HT) =BT H 5, HARIIZ 12 60-100
kcal/kg/ HAS 3T Z ik 7 Ry H 15-20g/
kg/ H+JEN 2g/kg/ H 512 TEBR S N %o
A% 7R § & &E AV A) Y % 491 0.05U/kg/h
S GFG T Ho TN POERIR SR A A2
U N NP/ AF AR

@ HNV=Fr:100mg/kg/ Ho BHEDLERE T %,

® 7V :250-600mg/kg/ H

@ ML MR B AT 25 B4R,

BICD B L AT TE S E912%D, £L<

Dfiag TiTh N T b,

(B)REHDIRE

O EEAL: 0 > PN OBIHT I BT
AV ERERE LR T 5 0 KREATHRO T
BRI FARTH Y, BFFEIR RS R n)
FIED B %o

@ Hnv=Fr:50-100mg/kg/day

@ 27V :150-250mg/kg/day

@ ZoofRE: &AFMLOITLHET B K
Rl B ST RERIRIY 7 N e G B
T FEERIRICP LT 52 EETH %,



5. XF)ILoORZILIV VERIE

NEER(E2)

AFINZAr= V)T IRIEIR O T O AL
BICHAET 5.3 AF V70 b=)V-CoA HIVERF
FT—ERIIC LD ERRAH A TIETDH b EM
L723-AFV7ab=)V-CoAlF3-ekaF iV
FEE, 3- AF N rub= V) R 3-eRuF A Y
INLYNWANZF AL T b0 NVFTIVHIIVR
FUI—ERERELERD, FHAIE L TELFF I
3 A OSBRI, F RS ERIEA %
& %o IS I E RO AEEERIEXZ LD, K
DT F U FEGIIIST 51 KAV HESI N T
Wb,

2)ERKRFTR

JRIBICUE6 H H~ 37 MU & Gete & % 224
VMR AR, MR, 5 RIRAC T S L IR ITHE,
JE# 7 & Reye SEERERE O BEREIR CHAE T 5o
A P ARmeE, 7= A BT =
TIHE 7 M= A% B Do —H\ FKIEMFE TH
SRFE RS N7 BEIR O B &, B A Ve A & 4K
HENAR, FEFRIE, HiRIKT, gL %
A 72 EIEBI O HEE TZ OEKRBIEIZHETDH
bo MSH VT LR AAI) == 7 TR TEE o
7o 2R FRRITEMIS N R AR S
TWh, BALIZ L B AN A D EIEENFREDF|
EGLLTHETHLLEEZOLN TV A,

GC/MSIZ & 2 RAHEIR ST CTlE3-eFaF A
VERIR, 3 AF VIO VT TV S REICH
WS BWINAIEDS B %0 72 T A A5G T

133 RaF A UNLY VA IV F 2 AR
THT 5

3)aEE T

FUTFNR A A — =2 7\ CISERT S vl
RETdH %o FLDOBGIE, T T VHIRE, HV=F
Gl & O RIREHRD % ST TR R
ThobLEZLN b,

4) ;8B D EF

(A REHDEE

O FFgE LRI YU E T —32F
(B13A 8003) 2 Hv» 7214 ¥ U HIBR A2 479, I
oA Y AEIIEFE#EENTa Y=V 3 5,
HEFL DU IR A E B O H T 5 25,
ZOMPIARHTH %,

@ Y KAV = F VISR TR AL
=F (VAN F ) %&50-100mg/kg/ HH% 5
T 5o TNV IEGERERNTH HE V) HED
5o

(B) Sick day M i&#E
BRI - TR % & FALTUHEIRE T Atk

VDS AU B btk & %o MBI EIE S 5

FCHERTR7RRIC X 2 Wil E1T)0

(C) &R jaE
fths o> A5 AR A SR RE & AR LS R IS &

HH) =G, TIYR =Y A DRI, HNV=F Uil

KaATHULE 72 B



6. EROFIXAFIVIILEIL(HMG) BRITIE

NEER(E2)

uAf sy O FALER O REE B X O bR
DEARICEE R REE RT3 eFud s 3- 25
WZVFIL-CoAYT —E D RIEIZ & B A HEIEA
WREAET D bo B O KIMLHE (10mg/dl LI T)
WALNDIZE Db LT rhARO EH%Z /KL
DHHETH b0 WKL BB AE L S,

2)BRFRPTR

Wa i MR, BARRESE, S0P & O FERTHE
hiE Ly PR, R S5, 25 B 2 AR, &7 =
7 MUE G 7 SR = 2 B 0E) . R R ALK,
EEAAM R EDIEE 2D, KT TITIZEAL
MIFERE L Z O WNREEUE A5 LA DN © 3§
HET b Do T MARD ERHL 220 @ 3T R
T V=Y A 2K RIS, Reye fiE
Bl FLILGSIRFCTEERE 70 & IS HEB L 72561
KIEZ T RZ I AN T R S\, RIIAE
DHBBIEIZ LD TAD A HIRERESHREINT
W5,

GC/MSIZ L2 IR AR Cld, 3-ebaF
V3 AFNVITNINWVEED TR 3- AF VTV
Mg, 3-eRaF AV EHERBORMNS WS N %, I
WD EZ T L AGHTIE3-RaF ANV
HWIV=F > O LA TH %

J)BBEE TR
—HIEES 5 L BB BB E I, s ¢

BBBIEZERT ZLE 0, YU TARAE v

T AERAZ) == 7 CRIETTZ W e T H 5o

BALD Ik, aAf v RIGHIR &, Av=F 4% 5-
LEORIBEENGINIEFRIIRTESI NS,

4) ;58D R

(A) REEADGE

O B a2 IR, IR £ 23 E A
TH bo B4 Y DENGEFERITAEGIIC F70
% N5 HIREBE o HIE 13 15g/kg/ Hx H
L ARSI Y U BETF—3I25 (WA
8003) THIFE Y B0 #H % RGO RIS ELT 5
NRX TR & () —HT20-30%LAN) A3
FL W,

@ YD ARV F VIEICRTL THIV=F
Y (ZVHNF ) % 30-100mg/kg/ H¥% 5§ %,

(B) Sick day D335t
FET & TEALD LS FRI N B 5E

AL L O EHZHINIEL LHIHRET %,

Wi S 23 3R RS RIS AN R D W B R D I TR

PR Oz 1T, FALDTLEZ IR 5.

(C) 2D EE

O FER7 N AR 6 L 10% 7 B 4
ot B A 2ml/ kg BRHER. MR %
1790

@ TIYF=YZADOMIET VAR (AT V5)
25 205 BB MIEIfER TS 5,

@ An=F v gEMOBEERG, LI
50mg/kg % 6 R B AR FHE (R AR KRR o

@ MEE LR BTy e TME, 7TYR—
AW DG E R MEN 72 ESUIETH b



7. RIVFTIVAIIKFIS—ERIEEE

DNEER(E3)

CrF U R HRE T 2 4TEHO VKT T—
£ (FaEF =V -CoAINVARFIF5—F, AFLru
F=V-CoANMNERFTT—E, ENVEVBRANVKRF
VI—X, TEFNWV-CoAWNKRFIT—E) DEEH
THPEDS R AT ~RIE T 2 56 R R HE T
H%bo DYETORPEIIR200 NI AEE N5,
ROV ARF YT — X (HCS) RIFfEE ¥
FF=F—BRIBIED DO DRENEE N5, ¥
T T ORERGDBFENT HEFF 2 RUBERE
BT I EROARLSEEZIRETD %,

2)BRFRFTR

HCS K HAEE 1 54 W 2 & ZLIR RS A
VF TR PN, REHR. 55 SRRACT I
ERETRIEL FWL M7 IF—T X, B
MLAE, 857 =T MIEDHEFB T B %o F 72, IR
. RO B EIERZE AT 2 2L A% B
FF =& — B RABSE I A TSI DA 1 A R
KT i A BB 7 & O MEEIR T 5
FET B EDNE 0 F 7z, BLERER B SAEIRD
SRy (-

GC/MSIZ & B R BERR /AT Tl B E b
3-bROF A VEHEEE, 3-AFNrab= VT,

3-eFaFI I AF VT UEE, FIINVTY Y
DHBOHEM S A SN B, T ARAGHT
X 3-eROF ANV =F VA 7T 5,

3)aBLFE
BRI F r REREF T
XV RIFIE RIFE S b,

4);5%8 D ER

(A) B EADGEE
HCS KAEHE O S VEIIRGH T ATV~ Vi

ED BV IRICHEL 5o ¥ F 2 % 5-20mg/ H.

FEH L ARG %0

(B) 1B HADD iE A

O eFFrmREE S KEOETF U G503%)
RIYTH %, EFFVHEEDSM =2 —M)va
YINN) B EFF =¥ — PR IESE Tld 10mg/
HAREE, HCS KIESE T & 20-40mg/ HFEEES
59 52812 X), SalBRImE, T —
PARYEET B —EBICITKEDO LT F LB
(100mg/ HYL E) DS EET H o7z fER S s S
NTWwah,

@ HNV=F VI ARHIVZF VMRS T AV
=F 5T %,



8. J)L%)VELINE 1 8

NEER(E4)

ZVEVERIMAE 1 B (GA1) 12T >, eFad)
T NT T 7 R B TEK v
-CoA K REER O Fmr 28O A TRMR R w
HET H bo HIMRRE AL EHDOFREFIT IV
ZIVEE, 3-eFaF I IVEIVER, ZIVF )NV =T
R EVERET b WAL ERZTEXE LD,
BRI 107 AICT AL S5,

2)BERPTR

GAITIXZIWHIVEE, 3-e a3 77 VRO
FERIZ I T, PRCARER RIS RSB S
HEARIMEEREIR D3 ER 4 12 HEAT 9 %0 FEDL LD
WTHRE r HE TICHMHIL KRR YAM=T, TR
FAVT BB T, 77 =¥ % & OMEEIR
MBI B Tz %6 ~ 18 r HO B &G4 7
E O 2R AR R AR BRI AL )
WL AL BB E, VAN T, BAEZ & TR
FIET B T DB DA% Ve T OMRIEIRIZE
NOEEE THATH S5 #EITETHYFIN
HERIES N2 W EMBRFN PRIIARTDH %,
I e} AR AR A C I AF B 72 2VE T AR D F 7R B
K KIE2 B D A, B ILRZ 80D 5o

GC/MSIZ & 2 JRIE IR /74T T3 7V ViR
O KEHERE - RO VI VEE, VO ik
DEMAFFEI T B 5o AR Z 72570 F
LARADH TR INIIVANZF > D FHAHS
N5,

3)BBEE TR

FUTRR A A7) == 71 ) B RS
HETd %o B I 6 BFEEE ANV =F U508
11 . ks BRI 12 @) 72 A G A e &
MAIIE, 65-95% 7 8 T Pk INE AR TSR R S5
HROBEDFHATRETH L SN 5,

4) ;58D EF
(A) REHADBE
O  FHE o ha) —EE(100-120kcal/
kg/H) & BAR&EBEHIE (1.0-15g/kg/H) . VY -
MITPT77 Y BREINVT (FEIS30) 2 PR 5 &
BQVAN
@ WL )ER758 Y (10mg/kg/ H) B X O
INVHNVF Y (100-150me/kg/ H) #2359 5,
MH) 2 2 BE L IEH T BR (60-90umol /L) {2,
WEBES IV =F IR 21X 60-100umol/L & & HIZHE
F9 259 I E#&ZRET 5,
(B) Sick day D it
FEER R RETIHRIUAS RRE L2 13 AL TTHE L KD i
SERRIEIRFERE D fE it 23 & %o JER DS FEHLL E
e B L B MR & ik & I BRI PR I ZER L
THL HROHBEIZERZ R, FIIRIHE
WzBIHS 528 ThH Do RED AT O i
([ZHED TR T 5o
(C) &EHADaHE
@ 10%7 N7 bl % & & AR - 120-130kcal
/kg/ Hy B AR 1X A 2 A P
@ RIGFLA S EE
@ AEFHEIHIBE © H kS E R
@ ANn=FrEl o fEG, LI
50mg/kg % 6 4R B (RIFBARAKRE) o
FEEKS A 3B LN T IR D. A 7T BT 2y
% 6-8ME A5 %o
(D) HRAEIRICXT T B iRE
GALIZHE) i BRIR DO BIRIC I ROV T TEE Y
W), o Ty EANN) O BERTH bo F
7oy SEARSMEIEIRDBEANC N7 a7 22, EAE
VY RPIVAEHE D DWBNAF YTV
BHETHSHEDOWEN D 5. NVTOfBITHIV
=F VR T ERLOTHAZEITERETHA),

®



9. HEH7 V)L -CoA BiKzwEESR (MCAD) RIEE

DR (A 5)

PV TRRIGR BERALIZ 5\ T g T v
-CoA % LB 3 2 BERK [ 7 ¥ )V -CoA Bk
B ) o Beu DS RN C RSUBRIIRIZHE 7> v
-CoA FTlRBEN L, HithsthiEz
%o B 35 1) 2 IR RIS 12 X 2 fLAfk R
DRIHE 23 E 2 FEIR T, FHHERIZFED 22 v 7
TARA + A7) == 7 - 2340y MFZE T34 10
TR ANOHET RO 2 oTHY, Wiekid
ETIE RV, bBETHRLTAHTIERNE
EZ2HbN 5%,

2)BRFRFTR

B B SFLS BN 200 T 2HERE B 5
W U SR YSE T AR R 2 2 A DR AR IR S R 7
T VST MRS &) W, Bk R e e
ZREDIRL., MREE R RRIEE KT LD D b
DR BB OBEEIET RO N2 V. d 5
FE D HLERIRAE 2 REER L 70 W SARIIBE 12 X 2 SEIR
BN WO T BHIEN TV RWEELL W
EEZ LN T WD, EIERIE 7 B fn TR M
LNTHEY BIETFEREMHERT L THFEL

DA M THEHATEH N %o

3)inELTE
HILER A AR IAUHE O By 11723 T 0 IR T & 1),
BRI FL HLEkF O 7R B K 2 & TR S %o
R IE A E T H B0 215 O RLIHHHE
(2 KD FR R 2 IRAEZ BT 2 E AR B

4)BEDREF

O HLEkZ BT 5 BRI HLERIERH (P72

ZH) ZHEIZ T %o WFLIHIBEASE DY 5 A& IS

VRS E 2 AT AR IURE O A5 A fERR L T

B<
R O RIMAE~ DI BEFROTGFICHEL

THha—225—F 2g/kg) DFEMSERET %o

@ A= F T MRV = F VIREE DS
15nmol/ml A FIZ R B WEHITT 54,

@ FUERRF O RIS - FEBE P D BEGRE R0 TH AL 2
JER (MM - TN 2 &) 2 12 X0, fLERRER
DOHZZBA TRIHEIAS R W, B
FHER T OIS T, MAHEZ Ty —L 7%
235 TR S i 110

)



10. #&Ri§H7V)-CoA fiKkFEES (VLCAD) XIEAE

DR (E6)

IPIURYTRRIIRBIRILIC B\ T BTV
-CoAZ LIP3 2 IS (MR 8H 7 2V -CoA Bk 3
FBER]RE VRN T RSERIAHSI N »
A5, SRR R S L B0 WYt PR R
%3 bo NFHRIZ 31 2 IRIFERERILEE 12 X % fil
ff g D ARIMLAE & 7595 C D MR ITRIRA LR 12 X 5
JHETF A3 B2 5ER T BER C IR 1T
Hbo FVTERAAZ) == 7 - 34Ty M 2T
15T H A RIZI ADBE T RO Do TW 5%,
1 3 E T I S EE 23 B R B MR AL 52 HE
12EEZLNT WA,

2)ERFRFRT R

FREF) T3, FrAE R A SFLE RN 213 T
ZEJEIE 3 B W I EAGE R IR 7 AR ok
AR MAERE R 55 7 > & = 7 MUAE S & 0 MR, R aikbe
TR & MY R L IR R 22 IRIE R SRS
ZEN D Do LFREEMOBEED O %0 L
3 W 78 B AT B SR EE S T UL TR
KRBT TRGED B %o HifEIRD EARDEE
FERL UL, 2RI 5 BAENZ 20 T T
RHIE VT2 FHEIRDB RO N 5 XH124D, 5
YRRV AR 2% 17 557 2 AR A3 A 22 AL
%o BARUTIRC L0 B REZ R T HED D %o
—fRARA T IR CK @ _EA25 RS 1, ALERS
BRI LD HET 5o

3)aBEE TR

e EETR & B, HLERIC AR ARIURE o Bl 1k &
By EART I PE D B EHEAT O Bk A% iR o R T
B Bo MKILHE o Bk 13, SEEFL. MCT (8
M) 7)) O, HLEREE O 7 8 b v, g
BHERRIBR 2 12 XD 4790 MREIRIC D v T,
MCT O, Mg B HCH] PR, # Bl R 7 & T
BT %o WREABIUHIBREE 2 1, VIEIRIEEE AY A
RLBWIHITHERT 5. 2o 0 FREAFIC X

0 B 2 ZERAEE B 2 L SR B0 FLIIG
2B TOERHEEIERETELRVE
ATH B BMTFRIZOVWTOHMRIZZL v,
L RS EAT 3 I EREBN 0L T boARER
HREDRAON LI LD D L 05 FRIT K7
AEE LTV e\,

4) ;8B DEIF

©  MCT Ivz: [ LAERENERRALMCT 74 —32
S (BB 721) D - < AAZ)— =27 TR K,
AN BIRIE BT 2 R FLE MCT IV
7% 1 HCIRAL THFL S 5o MUBEHE (512
WL T R S JE OF % A NS ) & AT W, AL 5 1L
SNABEIZIEMCT IV DARIZT B, 57
HUBEEIMCT IVY DEIEZ20% BT 505,
FERIZ B b & TS % (1A TIEMCT
IV DEEERI/MNIT HEVIHHHEIEHDLD D).
AR IR AR (P72 2 1) 2 B2 § 4,

@ W OAKIHE ~ O 3t : B IER T O RIS
WL ThHa—Y A —F DAL EET 5,

@ RSHIRIIERHIRE  BEFL A BIAR DRI, e8]
Wi B IR AT — D 5-10% A T2 7 5 X
AN E RIY 5 (PIOBZBIZ B IR) . 2
AT TR 4 43 | %3005 L L ZE IR R
RZTHROPEMERT 5o

@ HN=F A MRV = TV IREE S
15nmol/mlPA FIZ bW XA VT ]
2859 %,

®  HURIEORIG © F8EE 1) IEGiE R TH LAHIE
ROEH: - TIN5 &) 2 212 X0, HLEREER O H
L 2 RTINS 3k 70 W IRFIZ 1, FRHEER%
B C OIS T, MAEHEL E=F—L %55
TRIRER SR E1T).

© EEHHIRR : M CK iz E=F—L. #fms
DB % L B BB A 2R 5 2 &
TR R % T B5 L. BRRRE o BALE B5 <
— 5T MR RS 7 O 2\ X9 AR TER



HEAT)o

@ AR FRED 7 IVE VIR IRAE 2 F5E 5
123- RO UEEERZ AR S &, O R B S e
ROYER RSN 722 W REN D 5o DL-3-3-

2514 HLLE A 17 T80mg/kg/ HA* 5400
~ 900mg/kg/ HE CTHI® 3 5, MH 7 M AKE
i E=8—L. 5% 3070 5 1R T D
% 0.19 ~ 0.30mmol/LIZ R 5. & D % 4 K]

CRaFIEER - M) A GREE) 21T, 256 130.02mmol/L P 1127 2 £H12F 5,

(#8AH0U— 1326kcal/ H<IEE7.7%>); (VNI IEENE

VLCADXIERE 2—3ZTDBRILHI

ZER ZER 80 g (0.2)

RN g (0.5)

HET WILEE 30 g (0.9

ERHH D 0.5¢g (0.0)

@B :J:?Fﬂi 60 g (0.1)

o A= g (0.5)

BEL T g (00)

BY) A g (0.0)

KBS RfHES 2.0¢g (0.1)

MCT 3JL%7 150ml 21 g (0.9)

N MCT 3JL%7 150ml 21 g (0.9)

(%) sEA—0 sEA—0 168 (0.4)

ZER 28R 100 g (0.3)

HLA 50 g (0.7)

- ) g (0.0)

"""" SHE g (0.0)

BY) A g (0.0)

:zzzszz
LRIE D8 -

Hr—<> 20 g (0.0)

Ik g (0.4)

EONAE 60g (0.2)

HEL Y 3=k g (0.0)

o g (0.0)

Pl{mp¥ 35g (0.0)

(B&) R IN AR 50 g (0.1)

MCT 3177 150ml 21 g (0.9)

ZER 28R 100 g (0.3)

KRS E 100 g (3.2)

HHIILF 30g (0.3)

KR 60 g (0.1)

mEEE BF 60 g (0.0)

EOEH g (0.0)

R B g (0.0)

SR BY) A g (0.0)

- =3 60g (0.1)

BEl e g (0.0)

+HO= 15g (0.3)

I ;n 5 40 g (0.0)

FUE—2Z g (0.0)

15 0.5¢g (0.0)




11. =R (TFP) /R 3-eRO+2 77 V)b -CoA fiK3EESR (LCHAD) RIETE

NE=(E6)

IbIVRU TR AR LD, B ad Ty
W-CoA % MLIE§ ZEEFME(R{lebu* 7oL
-CoA Wik FEREFE 72 &) 0 B 23K T, B8R
Wi AR SR8, BRI I S5,
HHAARL MR § b0 HLEREE o IR & 7
BiE S ERAEIR T, b AETIIEFICHEEZ S
N5,

2)ERIRFRR

BrAE R 2 LA RN 200 F T, 22HERE, B 5
W L3 B R R R 2 LA DO MR LR S R
TUEZTIMMAEZR 2L, Wi, SRR st e &
AR R, IR E R 2250 x KT, LR B
HoBEED FLHN %, LR ESZHIEITT 5
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15-20g/kg/ H+HElh 2g/kg/ H¥ 512 TEK S
N5, BILREERTEXIIA VR V%1 4)0.05U/
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HEAFMLO TG T 2 EGeliy R FIRF 7 &1 A%
IR 7 R B 5% BUINCAT V, F8ER RIK
WZBiE S 5 2 EASEETH b



(BEERD)

« BEIR
- (LR y T
- BEFHANE

&1 BAHEEEIBRASHESEOERIEOTFTYvIIEE GiRA)
X2 BAHEEEIMBRASHEREOERIEOTTyvIIRE GEIA)



BEK

DR — BB Fr A2 B RS — = 7 5 1% D B KRV 7 5 (6 BRI - i ) R A 38 S8 i R 48 ) 39 1 7 — 11, 2003.

2) 1IN RS YR RN R AR IEZ AR - IR R ACH R RED < 2 - A7) — =07 O BRIV 1
AR - WA P A3l S R A 42) 39 £ 12— 19, 2003.

3) HARKG A AL 8 > 7 DE B MTRH K 2 F AR W~ R - A7) — =0 7 — — B IR - IR I R AR S e & i ——.
FEER V2 1 (A R - TR I e A0 S RE A 42) 39 20 — 23, 2003.

4) FEINIERS RIF B ANIEEE, S IER . IR RV =F 27 SOVIM VAT Y 2727 — X 1 RIBFED — K
DB ——FENERF D o bARDIL T L HIMER IR S 2 o7 SE B — — ROV 15 (AR IR - M T IR AR B RSP 4R)
39:24-27, 2003.

5) KM, oA, PHRA 2, AW, S0H —5= WOIRE, = BT - XD E R 0 AL 2 D 72 A F V<1
¥ BRME D — B F5 Bk OV 7 1%  CA R - M T R AR 3% W E R 4R) 39 © 43 — 47, 2003,

6) ALJITHE T3 A —BR, 22 VS, Rafi ], MR, ARSI Ik, b, AR 4, Rt - A b
FRACH S E B X O IRITERACGH R ERE DGR A T T4 > OB M Z B S CP 15 R IV 7 S R
FETRE) FFIR IV 15 (BRI - M e AR 3% W IE A5 42) 39 1 58 — 67, 2003 (11 H).

7)ALNHES A — R, 2 FUE ., RO, AT, RS9I I ok, e, SR A, i o - A 4%
FRACH SR E B X O MR RR A SR O WA A N T4 > O BT M2 B il (P16 4F BEARR 2k IV 7 SR B
FE ) F BRIV H#H40 136 — 52, 2004 (11 H).

8) ALJITHE TS AR — BB, 2 HUEAR, G B, ORI, RS9 L DI Ok, SRR AR KR A, o - A bR
FRACH R HE B X O IRITERACGH R ERE O WGRATA T4 > OB H M Z B S HE CP 17 FEER R IV 7 S BB
FETBEY) FEER IV 715 H 41 1 31 - 38, 2005 (11 H).

9) WARKE  FEBR IV A HIB B S T B A RRBRINAE B & O NG BRERA LI 3% Fe WO A5 2R DV 7 1 41 -
45-48.2005 (11 H).

10) ZchoCKe J & Hoffmann G : A EHE— (BEER) . ANEAEE -~ =27 v, @Bre G4 2006 4 (9 7).



K~y

B .04 22 OREER (XF)IVYOVERMA. T7OEZ VERIME. BT NFA4 S5 — U RIEE)

isoleucine

|
}

tigly-CoA

|

2-methyl-3-0H-butyryl-CoA

|

2-methyl-acetoacetyl-CoA

BKT
propionyl-CoA valine
4= threonine
Methionine
| PCC gut bacteria

methylmalonyl-CoA

succinyl-CoA

(B&=F)

BKT= 3-ketothiolase (B4 hF=
T—tE RIBIEDRIBEEER)
PCC= propionyl-CoA carboxylase
(TOEF B ME DR IBEER)
MCM= methylmalonyl-CoA
mutase (AF L O BEIMFE DR
BEER)

2.0 2 OREHEE (« VERRIE. XFILIOZIVIVIVRIE, EROFIXFILT L5 )VELITE)

leucine

|

2-ketoisccaproate

|

isovaleryl-CoA

[wvo y—l—

methylerotonyl-CoA 3-OH-i leryl-CoA

MCC

methylglutaconyl-CoA = methylglutaryl-CoA

l

3-hydroxy—-3-methylglutaryl-CoA 4" Ketone body

HMGL

(B&=F)

IVD= isovaleryl-CoA dehydrogenase
(A VEEBRMED RIBEER)
MCC= methylcrotonyl-CoA
carboxylase (*FI)L7OR=ILT1)
S URIEEDREBER)

HMGL= 3-hydroxy-3-methylglutaryl-
CoA lyase(EROF S AFIVTILEIL
B2 [MiE D R IBEER)
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propionyl-CoA

methylcrotonyl-CoA pyruvate
CO:2 \ CO2 \ CO2 \
PCC MCC PC

L 4 L

methylmalonyl-CoA methylglutaconyl-CoA oxaloacetate

4.7)L% VERIMAE 1 BYD EHEES

lysine hydroxylysine
saccharopine I

2-aminoadipic semialdehyde
2-aminoadipate
2—ketoadipate

P +— tryptophan

glutaryl-CoA

GDH

crotonyl-CoA

acetyl-CoA

(B&=F)

PCC= propionyl-CoA carboxylase
MCC= methylcrotonyl-CoA carboxylase
PC= pyruvate carboxylase,
PCC.MCC.PCI37REERTH
V.EEREDbiotingfEELTRO
HIWVKRXLT—¥EELD, RET
I, iE MR biotinzs 7 REER ICHE
E3EBRODIVKXIS—FEE
BB (HCS) RIBEL. &R
biotinDEAICEESET3EFF=
HA—tEREBEIHD, ZDREET
IE. ZNSEEHDOHIKRXST—F
(PCC,MCC, PCHE) DR ISH
FRFCEEENS,

(R&F)

GDH-= glutaryl-CoA dehydrogenase
(FIVEIVER I FE1 B OO R 1B B
%o
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FAD @ FADH:2

enoyl-CoA

(Medium~—chain)
acyl-CoA

4

acetyl-CoA

CoA-SH

3-ketoacyl-CoA

G

@

/ Hz20

|

/ \ 3-OH-acyl-CoA

NADH NAD*

(B&=F)

MCAD= medium-chain acyl-
CoA dehydrogenase (MCADX
BIEDRIBEER)

EH= enoyl-CoA hydratase
HAD= 3-OH-acyl-CoA dehydrogenase
KT= 3-ketoacyl-CoA thiolase
(PEEBIT CHRSERIT22 5 T),

6. R P (VLCAD KHFIE. TFP(LCHAD) RIBAE, CPT 1 RIBIE, CPTR RIBIE, NSV ADN—URIBE, £5MNI=F U REBEDHHER)

S carnitine
CRI-/

carnitine

acyl-CoA

acylcarnitine W

CPT1

(¥R

S~—

(#H12)

R# A BLER

1 TRANS

acylearnitine

(PIE)

acyl-CoA
+

carnitine

(SFaVEYTIIIYHR)

carnitine

oM 8 Bk E R
(-8

(B&E=F)

CRT= carnitine transporter
TRANS= carnitine acylcarnitine
translocase

CPT1 and CPT2= carnitine
palmitoyltransferase 1 and 2
VLCAD= very-long-chain acyl-
CoA dehydrogenase

TFP= trifunctional protein,
TFPIdalBY T 1= vhh bk,
BDODEREFMEEE D, ThDS
LCHAD (long-chain 3-hydroxyacyl-
CoA dehydrogenase). LCEH
(long-chain enoyl-CoA hydratase)
HLULCKT (long-chain 3-ketoacyl-
CoA thiolase) T#%3,LCHAD®D
BERR A NSa T 1IN
¥ 2, LCHADEMD AH RIBL 7=
HELCHADRBIEELY . 30D
BREED TR TESSN/IRE
ETFPRIBEEL D,
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MCAD

SCAD

VLoRD oot
HESHTS /B

TILERILEE
glutaryl-CoA DH

T Dtk

D-2-0H-glutarate DH BREER
sarcosine DH /

many

isovaleryl-CoA DH :
.methy[butyryl—CoA DH > H :§:>
iscbutyryl-CoA DH 1

ETFSB :

wend

X8.mF O /MiE 1 BID(UHIRE

tyrosine

l

4-0OH-phenylpyruvate - se— 4-0H-phenyllactate
homogentisate

d-maleylacetoacetate

|

fumarylacetoacetate

. .,.‘
FAH ; ., .
-.‘ succinylacetoacetate

succinylacetone
Fumarate
+

acetoacetate

(B&=F)

ETFa and ETFB= electron
transfer flavoprotein®a¥7 1
ZyhEBY TR

ETFDH= ETF dehydrogenase.
ETFa.ETFR%/=IZETFDH D
ThHODEADKBICEST.HE
HOBKRZBRRISH FRFICE
FIh3,

(R&F)
FAH= fumarylacetoacetate
hydrolase,
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(B&=F)

ASS= argininosuccinate synthetase
(UM ME1 B O R IBEER)
ASL= argininosuccinate lyase

(ERaVRY7) (#ERRE)
(ZIXZ /AN BN DR IE
citrulline —.—"‘ citrulline ASS @i)

NH3

CO2 argininosuccinate
ATP

+ ASL
I arginine
carbamylphosphate ornithine #=—— grnithine /l

urea
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