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18. AIVZFUIINILI "M AIVRS AT 25—+H-2
(CPT2) RIBFE

1) #& (BE6)

JEEFEEZR X PV Y TAICHZET ALHEAD
BT, PIVFYTHICRYAENLT VAV
ZFUBLINZTF U EYVETER[INTF
NIWVIMANWVITF AT 25 —F¥-2(CPT2) ] DEE
PERTH 5. RHEPRIIIRITACH S e 3, gl
BRI AH I NS FREFHSHEEE T 50
B\ BT 5 RE R R EE 2 & B SR O M
EHTORPBREBRILEESIC L 2HNETHEELE
RO BERTEHERPETCH L, v TFLTR
AZ ) =284 0y MFETIZF30F 5 ER
WIADEE TR Do TBH  bIPETELHEE
PEVIEIBEEBLREEDIDEEZ LN T WA,

2) BRERAR

EEFTIE EERE» SILGRBIC i T2
JERE. & 5 W IZEBEYERER 2 S b R
WECEHT Y ESTIEI L ) IER, EREELR
B ER@ R HEERRRIEET RT Z VD
bR ERHOBELRONL LHEEIE
BICETTAREER CILBEDRISTED TRV
B a0 dH B o IEIRD ERDOERER TIE L BE»
LREFRRICPIT T HIETOHRE & v o FER
BROND L% ) BIEWICHRABSRET 2
B RIRE T T 5 BRI L ) EES
TRTEEDD D —RBRETITHHRCKD LF
PRON G EEEMICL HIET 5,

3) BELTFE

REER LIS USRI EIAEO L & EE)
BIIC L 2HEEETOBIEINGECERITH 5,
R AEDOFFIEIE BRI MCT (FRgE b ) 7 &)
F) OfFEH RO 7 F o g & ST, JEEER
HIBRZ &I & DT ) o HERIZ D W TIZ  MCTOAE
R BEEIEEUHIRR BB GIBR 722 & CHIE T 5 R HIE
EUHURREF L LBRERFER AR L2 W X D ITER
ThINLDORINAEIC L D) BEESCERILE B

Bepk 3 L 2B 427 (2006%E118)

CTENRHFL BEGEELTZIT-BIRTOEREEY
BEFEETHEHLZNVE ) THLR. ERFEICOW
TOHIBNERZ D,

4) BEFBGRE

OMCTINY @ [WEREERE{IEMCT 7 # —
2T (BBNRDOER . xARAI )~ 7T
FERIN-BRIE FI FRERI) EMCTI VI &
1 HZIRE LTI 5 Bl (R ozl AR
AT AEEID) 2TV EMENER SN EHEC
WEMCTI IV ORITT B A7 A LEIEMCT 2
V7 DEGE0%BEEICT 505 ERICH e T
WS 5 (IR BTIEMCT I V7 OEIE %3427 5
EVVIIRETRET D B B) AR I HLEERR] (3,2
¥ BR)EERICT A,

@REDEMIBENDIIE | BEIRTOREICHE
CTEI—- VA —FOFERLEET 5,

@ REIEHERFIRE | B ARERIEIL. RHE
BB ENR IO ) —D5-10% L TIZ% 5 &
ICERBEERT 2 (LA R SR 2 M m
HAERAERAS | % I L WZBRRRAER R Z T e e
T 5,

@AIZF @R | MREgED V=T VBED
15nmol/mILL T2 H 2 W E 91T 5,

O MERRFOIII © BE L) B E R ELEHE

FOEM-ORELR L) 2 EIC L) JUEREEOERZ %

B2 CROERATH S VBRI IE EERBE T
EMIGT MR T — LA 6T FyELED
WERET) o

©EHFHIR | MBECKEEXE=5— L. EFEL
OB EEHE L BERER BRI 2 & T
BRI E TR L BB Z Co—F TR
B BREII bV E D BAEERELRIT,

14, AVZFOTINHIVZF NI A0S~
Y RIBAE '

1) #& (He)

BBEEEE% I by B 7HICHET 51 HAD
T 7YV F R Py R THIGEDT
AOCBE[(AINZF TV INZF Y PF U RT
% — € (TRANS) ] DB ENERTH 5, EHIEHHEE
BB SN WS, FEEIEIIER I S b
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BAELHEEEE T AR ORIE & HEENE
BERTCOPETIIETICH EEZ N,

2) ERERPTR

FAERB SR T EER . H L
SREERERL SRS b S RMEERE T
YEZTMAE L QIR BREECER L R
DEL HMEBERCRERILERT Z LD 5, .LEH
BERHOBEDLROND LHEENSRISETT
AREER T BENEFES TRWIEETH 5,
RAEBN SRS BT A SRR E & BT
BEEEIIE BEELRTHEITH 5, —HKEET
BHHECKO EENR S IR EEIEMIC L
NIBET 5,

3) BELTFR

REEE B E YR ) BRIEDORS L & EE)
BRICE B HEEETOBIEEECERTH 5,
EMAEOR I X SEREFL MCT(FgE ~ ) 77 &)
F) OB FUEREEO 7 F ¥ S IR R BEUHIR 2
ElZ X 0 AT JHERICOWVTIX . MCTOE A Y
ERUHIR EENHIR 72 & TR T 5 o 8 B BRI R
BRI, AR AR L 2V E D ICEET %,
INLOREEEICL VREERERFLEH S
EHHESL  BAEEY BB TOERGEE
BEETRRZVWE ) THEN.EHFRICOVTD
HIB RS T,

4) BEERLBE

OMCTI VY © [WERRFE®EILMCT 7 + —
325 (BERDOER AR )= 5T
ZRINLBRIE B FRERI) EMCTI VS %
1 LCRA L CTHILT 5. mAEEE (I maLEE
PEPDEEID) 2TV RILESE b NLHEIC
IEMCT I W7 ORIIT B AETRS 5 A LIFEIIMCT 3
V7 DEIEE20BREITT B A5 ERITH L TH
Wt B (IERMTIIMCTI V7 DEIEE3/4127 5
V) IBEIRS L B 5) A BRI HLARERRE (83,2
) x BEIZT b,

QEEDRIMFEN DT : HEEFTOHRBICE
LTEIa—V R —FOFERALEET S,

@ REEHERFIE | AL ARMARELIEE RHE
PERFERERES BRI T ) —D5-10% LTIk 5 &

INCEMEERIRYT B (BB 2 2B) . E 8
HRERGERA T 2 I U BRI R Z T v
FERRT 5o

@A F R . MgV =F VRED
15nmol/ml L T2 62wl 9 icd 5,

© HEERFOITID | FBEE D RYERCTHILEE
ROBH-CIARR E) 2 EIZX ) HlEEHMOBER Y
B2 CHROERA SR Wi D12 EERE TOH
ST ErE=F - L6 7 NUETED
WEEIT) o

®EENFIR | MECKEY E=% — L IEEE L
OMEZ ML BEESEM T EITS & TH
WETRL R T L BB 2 Co— TR
HOBREEIC RS2 WVE D REFEETIT)

15. €8MHHANZF O RZEHILZF 2 T2
AR — 42 BEIE)

1) & (He)

MBI BWT ANV F rEE%T A EAE
1BE A1 o+ » I F ¥ AR — ¥ (organic cation transporter)
2]OBEIZL ) MEANOHI V=T L OR) A
APEEEINL B TEE SN AN =T VIEF
RMECOBRNIITONTRFIZEDILEDT,
LA e O E R R DB BE A v = F » %E A L BERS
BRABRILPEES N  FLRBEFLEETRT T 5,
PR OIRINAE & HEEV E R ER T EKISETIZ
AFNCIAL D VWOBETE 20 EEZLNT
W5,

2) EEERFAR

AP OILY R T EBER.H L0
FRAERRRL CIES b o HEMEEICLD
MRt BHREEREE R 2B B L NEERPSE
IRIEZ SRS Z L5 B JFRERS MR AT EBEER D
LR AN BEEEICL ) EECERLE
BECZ EWHED—FH RO LFHEEIZL S
DARERERHOEE X 255 71ET 205 EIR
THLBELD A INEEEENELVIID L,
LA B RET AT CDOIBIREZERL
TerEIPICEBEEZ LN TV D MERED IV
ZF B E I Onmol/mIA T L EET, A V=F D
BT T ANEMLTW5,
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3) RELTFE

KEDHNZF VRAIGEDERTH 5,0+
DWEBEN NV =F U HFEFALTH P TV AKR—%
HEEREO-OHMBRFOERE D IV =F ViEER
SLLPEZ W, ZNTHLEREERITI V=T
YESICIDROONR B~ WO
HEHICHIV=F v BEETo 2 TH EFEH
WKHEBLZWZ b HBEINTWEO T, EHM
\MREEDEFI 21T ) LBV H 5,

4) BIFRLEE

MAEEES V= F ViREFEFHE IR NS
LAV =F v (VB VF ) 50~200mg/kg/
AZRAZIEL AL THERIRFPIZEDbNLS
DT IH2E & D) 3ENCAHTTHRA IS A FH X
Vo

16. I 2 IVERIMAEEY

1) BiE (X7)

I haYFYTOEFEET I Y VEH(ETF)
HBVIIETFRKZEROBGTEEVERTH 5,
INSDWEREICL DVATPEEVEESI NS L
T BRIAER p AL RER & EEROBROEEN
ERINMPICEEET VIV T U2 d0E
LizT7onvanv=F v g RplcFi<o
VERR TV F VB & OB e A RER DS T
BoEROAELBERTE T 5 YR OEILAE & £
TET . BEBLELZ EVFERTH L5 v TFL~7
ARG ) == 7oA 0y MR TIEH15THE
BICIADEETR D> TWnb,

2) BRERFFR

BE~REFEDBIE TR ALIRBIIZ 2T T
MiEECEME. &7 v Eo 7 IEIC £ ) IEE. &
MEECEBE LR R R L NGEERCERLE
RTZEVHLBIERICL )R HEELSEL
20 BRI EHEN T A LN RL REE
DRRBTH HEBICHRIINTERPELEEAI D 5
N BT A REBREN O LHEENREIET L
BEESLESEELEFODEELRRESZET S DOT,
HEIIRETH 5,

BRI Vo EHR 5£42% (2006%£118)

3) BELTHE

VRISV (EY I VB)EEREY TTHA
D o SR REER M 72 & D AL B R IR DR
B B R v = F R 5 R
EEOENFE. SR 7 R ST &
THIRT B, UR7 I 5oL h E{bZEE
DR LERVPR OGN R BBEICETFREER
FeEZONAE,

4) BB AE

DOURTZEERE : 100-300mg/H % AR &4,
RAAERBEEEECOR T VIV TF VIRED
LI L DR ZFET 5,

@HIVZF 5 1 100-150meg/ke/H % IRAE &+
5,

@BEEE BWED I VY (ZHS-23) - 1&IER
74— 3 27 (B314810) - BFLC. EHHIBR (1.5g/ke/
H) EEHIE @O —05-10%) %179 o

@R T T S | EEHBIIHEEER (F3,2%
ZB) x BRI T 5, MILEBAE S 2 M it
FEREZ TV BIE T2 WIRER L TE <,

OFBORMBADHIE  HERTOWEEICE
LTHEI-VAF—FOFERLEET S,

®©F brERERIEEDOS VY IVEERE TEE
B1Z3-hydroxybutyrate & fR A & &, FARFHREAE RS

NG BRSERORENE N T A REND

%,

D,L-3-hydroxybutyrateJ~ b J 7 A 38 (GREE) %20
T LBRED 514 B U ED ) T80mg/kg/H 7 5400-
900mg/kg/ HICHET A MF 7 M VM REELT E=
¥ — L. 5 %305 05 1BETCOERE®0.19~
0.30mmol/LIZfR B | € DF24FFE120.02mmol/LLL £ 1Z
BHIILTNE,

17. &F 03 MfE1E

1) #i& (8)

FuirORBRERIZBNT. 7YY VT M
BofREEs (FAH) KB L. Fu > YHEmD 7
TUNTE MEEERE T LA VT & PEEBRATERE T B,
IO OWEIE FEEMIES L O RMEMR
2K L CRWHIBEE * 5.2 5 . F B ttE s
AT . ENLERETH 5, BEHTIE EH2~37
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BT FBHEFSVERIETEHNFAESIRENEIES
ZEWBHLID FERTARI ) 2T L B
BHARR . BHEESLETH D HERZ ) —
SV TR IIUNT E VEERRORMED TH S

o VTFTE N BERA ) - TIRIE L

T Ao

2) ERIRATER

SHEEITIE EREDEY O FFER . EER R THL

B, ZEESALON EZ2~3PATHAEE L5
ZENRHB LI LITHEEORENALONL
BUETR.EBE A~ 1EBETHEENFASL
NZ LD BEHETIE. . BEICBRERN—ATHEES
PHEATT 5,70 M7 I BROMAE I
SN HT BN TR FOY YOI AF
Fov k) VERLE LTI VEBEOERFAS
Na . BERAEESII . WTILORETLRDLN
BRI, 7V NT & NEEERHRYE AR T 4
VURBERTHEHET LD BEEEESLRY
Za—anNF - ESHRERERVT 1) VI
PAERSED B,

3) BELTR

MlaEEo s s NHEYWOER B S & 4l
EEOEITEIET S Z EBHEIEEOER T
HEMTLNVT I VRF R VEILLLZESE
RO R TIE FAEDETRIFEEDOFEEDHIE
MBS TE LW, T U Y SRR O ERICAT
BT A4-v FOFT 7o VU VY UEEE{VEEE
#HETAONTBC ) BREI bR 575 & MEEE
S ENELS L PO RSN TTiEE 25 L&
TWABNTBCHESDRIZIZ. oY v 4-L PO F
7z VENVEVBROERIC L DERERE S
27D ET VTS ERFOY VB
BE T 5 BRI CIC A A 2 Rl EE %
e LT B EGIR IR S TIENTBCAOSER) T\
M OBEIL & 7% 5 JFR R ICERBEREDE
TEEDHEMLD 5,

# NTBC = 2- (2-nitro-4-trifluoromethyl-benzoyl) -1,3-

cyclo-hexanedione)

4) BEEMLEE
DNTBC : Imgkg/day % 2 TROKR ST 5 o HIE.

BARTHEEME LTET I TRV A
Yr—FYF—T T4y —F Y aF VRS
LD EHDOAFHITEETH A (E-mail addressid T
S EBL T AEZEOIBILETH 5,
BE5RZ MFRBY 7oy b IFEF T
VUREMHPNTBCEE 2 e eIt =75
VT BB TFOY VRBEO FRIZLAEEZS
NG ERFER (GEB R B IR 2 &) IDEE T 5,
(e-mail : cs.jp@swedishorphan.com)

@QER7IZNTIZ-EFOLCE I ERER
B 7z VT o= Fu Y s EERIL(BEIELEE
S-1)EBERTAIE T UFF T Y VIBEE200~
600nmol/mIAE FE I HERF T B o # A B -SLIB B S-1 3
VorE@EINVs LB L EAILUBIEESR
MAFERAL T RRICLEGZREZERIN TS, 7 =
INTSZyBIPFOY CEBREREEIZAENIC
Lo TR BN FLBIICIEE 4 60mg/kg/day. EE
BTIE4600mg/B & BRIZT 5 LEDHRENFH S,

® FF#54E © PIEHAYIEE O ER B (AT Y 722 AT
Tl B EERD I B W TBIRE NS A fRE 5
FFREHEDR ERE 2 B,

18. ¥ MJLU > MFE1EY (Frgany)
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RN VIEEREFA VO VY VR
TUVXFZ) ANy BRIERT LER.TNVFo )0
NIBERBEOREILLND GT VEZTIMESY
ETERTHL, Y MV VIERBBEL2D
WKWRBI SN TF= ) ansBEKREZRDEET
BROEECTHAHARQB B LY P Y D&
FIE DRAREL & PEHET D AARTOE
B bV M DFEEEEIISIA AL EHE
SNTW5hE,

2) EBERFRR

HrE RSN RE N ITE SR PILT R ST
R ERE 72 EASE BB ADAICHE L EE BEK
REBEELREODEREEY ZL, LITLIEIRTCI
WirhET VESTIMESSESET 5 LEER
PR ERBE 2R T o/ NRMRES TIIREED
MRt EEASA O N BN REERE T 27070
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o TEREEICTEET 2 RALHS b 3RE
SNTwv b,

I REDY VY VU EEOHSETH D,
TNFZ MBIFEEE TR T GCMSIZ & B R E 4
WO TH Oy MR, Y 5 Vi &0 REHEEAE
DONEZELH D,

3) BELTE

FHREOY MY VIEDOFRIT—IFIZAET
H B —EOIEFITIE A L THBERFITN
7mBlb BB BRIER REGEESFREEDORA
YR THhb,

4) BEFRRIkiaE
(A) BIEEDEE (RYDIODDEE)
PTFICKENC B 5 Hikx OB, AARTIHIER
TIFZ Y PIHIAFHEE R 0T EMARICHERT
BB D L EHEREAERIE T Ly,
ORI © 10% 7 N 7 #E % 30ml/kg/9053
@&RBEEEF MU A 1 250me/kg/905
BATHETEND 7 22 V7 F L — N SAER
D TRBFRT M) Y A %300~400mg/ke
/907 F THET,
@7 =T FL— b ! 250mg/ke/905
@IERTIV¥ = | 600mg/ke/905

(B) SMEIDERE (ZORO2ABEEDERE)
OHBSEK : 7 F) XLIZELIIE0+57%
A0 —HWRPLETH b o BARAIIZ 1260-100kcal/
ke/ BBLETH B, 21U T F U HE15-20g/ke/A +
Belh2g/kg/ B G TER SN D S EIMAE R RT &
A YR VR LBH0.05U/kg/RERT A b 3 5 B8 G
Th R OEIREENLEIL A b H B,
REERT MU L 250mg/ke/R
AATCHETRED 722V 7FL— FEAFR
B DTEEBERET MU 7 L %300~400mg/kg
/B F THEET,
@7z TFL—b 250mgke/H
@ERM7ILX =  600mg/ke/H
®HIV=F > :30~50mg/ke/H
@mE&t% : &7 > T 7 MEDEBES B
LC8IFE /2o TH M7 ¥ E= 7 D000 1
ALl EDEEEET 5 M EIEE BT ASH £ R,

BRIV ER $£42%5 (20064E118)

FLBICS HBRER BT TE D LD LTEL
fThhTnis,

(C) REHDERE
OEZEBE 08~ 15gkg/HMFT7 Y E=T %
RO REVLE,

QOREFBI ML L 250myke/H
HRTETRHRD 722 VTFL— b HBAER
B DTRHRBEMT M L %300~400mg/ke
/HE THET,

@7 xZITFL—I :250mgke/H

@EBMTIVX = 600mgkeg/H

®HIV=F> @ 30~50mgkg/H

@EFIRE . ¥ 7 BAOTIMET 5 BLge:

MR SIE 7 R EOEESY BTV B R %
FKERCBELET A Z EEETH B,

10, ZILX =/ ONTBERE

1) BiE (H9)

ThEFZ ) ANTREREITNVE=Z ) anNs 5
DRBEORBICED B Y EZTIEE TNV
FL)ANTBEORBEHR~NDERIZL > TEEL,
BRBELEOBIERERE & A BERICE 5T
FrERB L BEEIIHITONE, TVEZ ) any
BROFBEIZOVTIETEREHRIFTHE TRV, 20
MERITRREZEDE L TRPICHIRE S B 720,
RETFA I NVEEEOF CIERIENE ENT
WA JREILT VF = VRS Tb IR T D 7 L
¥/ AN BOBERS RSN BERRO
TWF=ans/BOBEIESEIERFSNTE
D DI EDRTIVEZ DV a7 BRIRFE D H AR R
ROFHEDEVWZEDERTHLEVIERL S
5o

2) ERERATR

AR EBUBEUBRICRET A 2 L2
V3o EATIEDIERR . RMAEIR. 200, BT SRR &
TETEEEIIGoTRET LI L BE VM
EREREEICL 2D EEZ OND EREIH
HERDBEICFAE L BRI 2 ERERE 8L T 5,
FERPERTHZ LT LA R HRESIC
x93 EREA A L7z & SRR EN S &
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EZObNBEE L TR 2T RE L EM, 1
RAEmR), B GEEIRR EE L EE 2T 5. 58I
BETTAHIEDHINVTNORTHE7 Y EZT
MFE & EBUNMEF A BERFTRTH 5,

SWHEIMA RPOT VT =) aNIBEDOFESRT
BB MH Y+ MEHFFEE (100-300 ¢ mol/l)
IZEFT5,GCMSIZ & B RFPEEBRSH T A
Oy MR YTV N EOREHREFZD LN S
Ebdb,

3) REL T
TIWFZ L ERRG T L AMEFHTRIIE N,

4) EFByREEE
(A) 2HEEOBE (RPDOFDEE)
O @ DR (10%HEIRE) % 30ml/kg (20
mg/kg/h) 53 5,
@EBMT7ILE = | 600mgks

(B) 24EIDEE (ZOBOA4EEBODEE)
©OF 253
@IEBMTILX = I 600mg/ke/H (fLEHET >
F— 2T EE)
QO+4EHOU—BE 7FFY ALICELIE
EDEDOHT) —PLETH b, BEMIZIE60-
100kcal/kg/H AL T, TLIE 7 R 7 #815-20g/kg/
H-+BER2e/kg/ B S ICTEBR SN L. HIE T R
T L EIEA YR U EEF0.05UkghD bR
Th BRI LEIR S 7T — T VOSBRI &
bd b,
@IEELE : 57 v ES T HEDREY B4
LCREF o Th MH T > E = TiEEA51000
g/dlLh F DBEEE T 5 MER G IEBEN 255 418,
FLIBICHODHBEHNERIIHEITTE L LN L TEL
TFhhTwsb,

(C) REEIDEE

DEEHE : 08-1.5gky/ B LIBT3 /BT

@7 ILF = L 400-600mg/ke/H o

QOBRERE . F I EBRTVF VD5 E
e EE MR T Y ESTEICLDRESLETH D,
¥ Ny BALOTIET BB PHEAR 2 LI
BIRAY 7 F oS & REICAT VW  BE R REUCE

T2 ENEETH D,

3Ek

1) BE—ER  HAERR S ) — v AR BE, RS

Vo B (AR B REESFE) 39 7-11,

2003.

HOER BRI EENAER ANEE | FHEIE

BAHEEENTA-RAS )~ v OESE. HE3

N7 B (AR ER IRIh B B EESE) 39 | 12-19,

2003.

3) EMBEAAENT | ¥ ¥ FLABESSENC L AHER
TRRAY Y - 2y - R BRI R B E R
G-~ BEBR I V0 1B (E B PRI AU B B R
£2)39 : 20-23.2003.

4) BUNER . R BT NIESE £&EEM . IUARZER T
BANZF NNV I A VIS VAT 25— FIRIE
FEDO— BB --BIERED 7 b AL L b ERER R
Ehdr o I FER--. 455 3V 7 Bk (R TR TR
B ERF4E) 39 1 24-27.2003.

5) RIEHECE RS R 2 ARRER, SE —F. 0
KRB ERC  REIL D BEREOB(LERED L AT
<O YEBMED—F. 455 I V7 ER (FEE-IER
L EFEIFE) 30 | 43-47,2003.

6) ALNBRSE AR E —BR, & M, . KRR F
REE.\UOER SUES . ERNBA . KEHE | A
BRAHETED L UBHBRAHETEORESAFS
1 OB EMEESHRE (FRISEESHRILVIK
ERREHREK). BRIV EREERBEBAHE
BIEFFE)39 | 58-67.2003 (11 17).

7) AN BB ANE —BR. & HEAD . RIEEE. AW F
REE, IUTER. ESUIES R, RERE | A
BAHETED L UBRFBAHEEEDREN M ¥
1 VOB EFIEE SRS (FRICEEIF®RI LI
BRZES). 553 V7 1E3R 40 36-52,2004 (11 ).

8) dbIERE A —BR. &5 MR, R, KA MR F
REE, OER SIS, BERBA,. ERE A%
BRAHEETES L UBPBRAHERECRESAFS
1Y ORFHEMEESRE (FRITEEFRI VK
BRZEHE). HHI Vs EHR 41 31-38,2005(11 7).

9) HFARYE [ HHI NV FHE»CEBESATEIN TS
WERMES L UM tERETE. BHIVIF
$R 411 45-48,2005(11 7).

10) Zchocke J& Hoffmann G | AR #E— (BEER) . /NE(L 5

FERY = o T IV B & EEE 20065 (98)

2
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Rgi~vy 7
isolei.xcine leucine
tiglyl-CoA 1
l ) 2-ketoisocaproate
2-methyl-3-OH-butyryl-CoA 1
I isovaleryl-CoA

2-methyl-acetoacetyl-CoA

valine methylcrotonyl-CoA  ———— 3-QOH-isovaleryl-CoA

T threonine
propionyl-CoA methionine

gut bacteria methylglutaconyl-CoA — methyiglutaryl-CoA
methylmalonyl-CoA l
MCM 3-hydroxy-3-methylglutaryl-CoA = Ketone body
succinyl-CoA

Bi. 1vOAq > OB (XF)Len Bl 2. O41 2> OEHRIR( VEERME. £ F
EJAOEF CBOE. A7 b FA T —ER NoO bV FUD UREERFOFSAF
18fE) VT IV ZIVERIFE)

I&5F . BKT=3-ketothiolase (p 4 b F 4 F —EREEDORK I&5 : IVD=isovaleryl-CoA dehydrogenase (1 ¥V EELIE
$8B¥3); PCC=propionyl-CoA carboxylase (710 ¥ F D/RIBEEFE) ; MCC=methylcrotonyl-CoA carboxylase
v ERIMLAE O R IBEEZE ) ; MCM=methylmalonyl-CoA (AFNru =Ny v VREDREBESE).
mutase (A F IV O U EEIMEDRIEEEE), HMGL=3-hydroxy-3-methylglutaryl-CoA lyase (& F

OF 3 AFV TN T VEEIED XIBEEE),

propionyl-CoA methylcrotonyl-CoA pyruvate

coz2

MCC PC

methylmalonyl-CoA methylglutaconyl-CoA oxaloacetate

K3, TIFTINAINEFXS S —ERIBEDHFE
B4 | PCC=propionyl-CoA carboxylase; MCC=methylcrotonyl-CoA carboxylase; PC=pyruvate carboxylase
PCC.MCC.PCIE 7T REETH O . iFEEbiotin L EA L THROI B VKRE L 5 — ¥ & 2 B A T iEEE bictin g 7 K
BRICHEESELFIANVAF YT — L AR (HCS) D RIBE & IHEEbiotin DELIHES T AL F25—F
DRIBED B 5o T OFRETIL, INLERO I VEF L 5 —F (PCC.MCC.PC% &) DFIGHFIFICEE S NS,
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FAD @ FADH,

(Me;:;'l?é%h: in) enoyl-CoA

acetyl-CoA H,0

CoA-SH

3-ketoacyl-CoA —%E 3-OH-acyl-CoA

NADH NAD*

(5. - 58K A ERIERER
(MCADIBRE D {LHHZRER)

acetyl-CoA - .
M&5 . MCAD=medium-chain acyl-CoA dehydrogenase
4. JIL2 VBRI R D{CHHREE (MCADR B fE D K18 ¥ ) ; EH=enoyl-CoA
W4 GDH=glutaryl-CoA dehydrogenase (27 )V & JVERILAEL hydratase; HAD=3-OH-acyl-CoA dehydrogenase;
B RIBEEE) KT=3-ketoacyl-CoA thiolase (H$HTIT1 & 4BEETUT2
rEilr)e
+—— carnitine
CRT (¥RAaE)
carnitine
- acyl-CoA
acylcammne‘\/—{
CPT1 (558)
RH B EAMLEIRE
TRANS (FfE)
N CPT2 vecan)( TP
acylcarnitine acyl-CoA
. + LY B R RS
carmnitine carnitine (hil - 5E8)
(3 paLKUYPT Y v IX)

6. =3 SER{LIERE (VLCADRIEIE . TFP(LCHAD) RIBfE .CPT1RI&ME .CPT2RIBE. b5 > 2O H —HR

BIE S8 EHILZF o RIBEORBHRER)

g .
BEF ©

CRT=camitine transporter; TRANS=carnitine acylcarnitine translocase; CPT1 and CPT2=camitine palmitoyltransferase 1 and 2 ;

VLCAD=very-long-chain acyl-CoA dehydrogenase ; TFP=trifunctional proteino TFPld o & g 722w M52 ) [ 3D0EE

FE 2 F0. 7 72 B LCHAD (long-chain 3-hydroxyacyl-CoA dehydrogenase) . LCEH (lon 2-chain enoyl-CoA hydratase)
B & U'LCKT (long-chain 3-ketoacyl-CoA thiolase) TH 5 LCHADDEWE F A { vidoe 722y MIEET D,

LCHADIEMED AARIB L 723 ALCHADKIBRE & L U 30 DEEEFEES TN TEE SN/ RES TRP/UBE L VW .
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5555 ?A% BHER A tyrosine
SCAD l
VLCAD

(E=Ea) 4-OH-phenylpyruvate <—— 4-OH-phenyllactate

SIESET X /B
isovaleryl-CoA DH
methylbutyryl-CoA DH
isobutyryl-CoA DH

homogentisate
1
e G

‘ 4-maleylacetoacetate

~
m
=
M
!

G % IVEE }
glutaryl-CoA DH fumarylacetoacetate

Z0f BFEER

D-2-OH-glutarate DH

", ..l‘ .
‘ succinylacetoacetate

sarcosine DH ] ) Fumfrate succinylacetone
7. &)L % LB MR O (L SHER acetoacetate
M&5F . ETF ¢ and BETF f =electron transfer flavoprotein® o % 8. &F O M1 B OLHHREE
731z bEpY T2y b ; ETEDH=ETF dehy- B&EE | FAH=fumarylacetoacetate hydrolase,

drogenase.ETF o \ETE 8 ¥ 72 {ZETFDHO WV 117>
DI Ry DORBIZE o THEBOBKEERZRIE
VERRICEE S5,

(X ra>FY7) (#mRaE)
citrulline —_ citrulline
N, Re
CO, .. .
ATP argininosuccinate
= ASL
arginine
carbamyliphosphate omithing <—— ornithine</1
5, urea

X9, FREEIR (> MVY DMFE1R 7ILX Z / AN TERREDBHERER)

B&= | ASS=argininosuccinate synthetase (¥ MV 1) Y MIAE1EI D /RIBEESE) ; ASL=argininosuccinate lyase (7 V¥ =/ a7 &
FREEDRABEER) '
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