2okt 4 -6

EELOVLERHOSVRARE - BN ERFEE
NHBEADZYUEICRIBREE (F)
LRAIL=F &1L
HWIV=FUORZIE

1. EERABEOHERIZDOINT

HEINTE | —RE : LRIV =F A

FEbh K74« =)V )LF 8 100mg,~300mg
St - RIS A
HARL, H A RAGH
FEANE ZhHE - ZhER —REAN=F LV RZFEKROZDOMD RV =F K
P
FIYE - R | PR : 1 B 30—60 mg/kg 3 [E1IZ 43R, 150 mglkg E CHIE T
AE,

TS 50 mg/kg/Ial % 3—4 B Z Ll fe b,

ZNEE - 2R K | ENIZEBIT 2B EORFNIEER DA Th 208, AR DT
OHE - HE | OOWRAl WIS, 2PEHOBE L OR D EBEN TE 720
DA O BEEWN | B3 L CERE A O B %S

7 (FIEEm
%)

RS HERNED OB, FEANCE L TOARNHBFHE S ND TETH D | A OFf
TEFESANS DU TR AR TSR O F2fit 1T R D [iA .,

TETRED : AHHPEICERUETEHIEEAONDIAR

2. BERNRICEITHIEELOBEMRIZDONT

AN=F U RZIEEFBT HIRK E LT, ERHERE Iv=F 7 AFR—%—HE
i, A FEER AR EE, IR G HE e &) | B RWET S (255> Fanconi syndrome
72 E) RONEFEITA (BITCEAINER E) NETOND, TRNODOHNV=F U RZIED I b,
TN =F 2 T AR—FZ—BEIEX, IV=F > F T AR—%— (OCTN2) M RMAFH
BRI L VBB T LTS Z 0D, —RIEINV=F U RZIE LRSI, £ O
DY RACH R M OB REZRMIC L D DNV =F o REIER IRV =F L RZIE &8
B Tnbd,

BRI CHER I N =F V RZIENALNDLDIFERRHHBFICL L2 bONEL, X T
LY ARG ) ==V PIREHBERTHZEIZLD, S5 < O RMH R FIESH AR




ICRAEND Z R END, INV=F  RZOFRIZ»POLTEERILV=F L KZ
SETIE, ARMBEFNEIC X 2 E0ER EAEMEE N TERRIERZ 2 L, BEE TR sk
b S B

—WRMEDN=F U REZIE (BHPEIN=F LV RZIEE WD) TIE, RIS B R A
DHN=F > h T AR—4%— (OCTN2) DNBIEAIHEREIR T LT, fiRMIg~D L=
VI IABARERLBFIRAME TO RN =F L OFRINA TE 72N DIZ, B TOEER TV
=FURZEBIEEZT, TORD, IA=F URARME-DIRETIEE SNTW5, £
ZUREAN =T U RZIETH, A=F VIRAIE, BN AERED TREOEM Lo m
AT HHPED OPEMIZ L0 BHEEITHEREE (MRS, BAe%) OBLIcAEHToH
D,

U bEDZ ENBER EOMBEIECOWTUTICYT D L EX 5,

BICEEDEEMIL 17 £EMICERGEENHLSEE (BHEMLGER) ). EELOBFRMEE
7 BRFEOEENERNIZAEL] EFHET 5,
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#hig - ZhR 1. CARNITOR Tablets,CARNITOR Oral Solution,” CARNITOR SF
Sugar —Free Oral Solution®

CARNITOR (L-/v=F ) X, —IRMEBHEMEI NV =F  RZIED
BEICHW DI D, MEEGITIX, 7 A BRINIE, 155 b PR Mg,
RO/ SUTDFHIED I & W\ o T BEFRAEIR DS B - 7=, BIEE R X,
HEIRIK T, MK TFTRORERE ChH o2, kI LV =F K
ZIE LB SN DI, MiE., ARIMER A O SUIHERE D v =F
VIREEDME S | BE TR LA HEERRA(LIZ B 2 — IR RHE A
RN ERFEHETH D (FRAREETZSM) , BEOPITIE, FRIC
DFIE DTG, By =F AT K0 18f5 S OVEIR A3 B B (2 H89-
LHEINIHEEND, RRTDEE, D =F 2z, BEOIRIEICX
o TR SN SFHRIER E DM OEE S Ehnd 5,

CARNITOR (L-#/V=F ) (X, ZRMEINV=F U RZIEZF < S
RMACH I BE O 2 R OEHEIERIC LS S D,

ML - H& 1. CARNITOR Tablets

BN BN LT, BRIRASIZ IS5, 330 mg #E% HIV T,
990 mg % 1 H 2~3 mIfRABHELES L5,

IR < /NE BB R OVNETIE, 50~100 mg/kg/day % 43AR L. #x




KH &L 3 g/day TH D, BHEHEIEL 50 mg/kg/day &35, FEEED
FEITERIR OS2 HS <,
EMPNT IR, A Z YA ) R IV =F RER DS
FOBRRELE=4—T 2,

2. CARNITOR Oral Solution,” CARNITOR SF Sugar —Free Oral Solution
A, FERAMICAN TR B0,
RN -V =F > OHELE R 1T 50 kg DEBEE HT- D 1~3 glday T,
CARNITOR Oral Solution X I CARNITOR SF Sugar-Free Oral
Solution @ 10~30 mL/day {ZAH4 35, mHEIC L DIRFITEEIC
1TV BRI L AL LR D Em HEIC L > THHERE LN
HEBZOLNDGAEDORERT S, BlMEH R 1g/day (10 mL/day)
&L, 2Dk, BEMEROVEREUS 2 7l L7222 HiR %2 [T & T 5,
TEBIRNCMIEAL S, A ZH A o MR v =F R RO
FOBRKRELZE=4—7F 2,
SR - NR LBV =T o OHESE Bl 50~100 mg/kg/day T,
CARNITOR Oral Solution X% CARNITOR SF Sugar-Free Oral
Solution @ 0.5 mL/kg/day (ZFE4 3%, mHEIC X HIRFIL, HEIC
1TV, BERP R OB S D AR L > THRAER S O
HEZEZONDGEDOREMT D, BALGH &L 50 mg/kg/day & L.
Z D% BRVE R OIRHRSOR Z 77l L 7223 &% K 3 glday (30
mL/day) ¥ CiRx IZHET 5, B ILE LT, SA Z A
Mg TN =F ARE R ORH ORERKEZ E=2 —T 5,
CARNITOR Oral Solution X £ CARNITOR SF Sugar-Free Oral
Solution (ZHAM TARM T2 7>, BESUIHR AR B a2 2> L TR
%o RT DERTHEICHEREZ 22T 5 L oL (3 RFMfE XX 4 FF
ffE) . BREPUIBBRIIKHATL2OPLEE LY, o, MEMEE
o572, Kz 2T TR %,

HKERAEH (FE7i3k
ElcB T DEDOH

CARNITOR Tablets : 1985 4 12 H 27 H (NDA 018948)
CARNITOR Oral Solution, CARNITOR SF Sugar —Free Oral Solution :

%) 1986 454 A 10 H (NDA 019257)
k= KENIOHIE IV RN =F o Th b,

BHTICEIE LT, Ao Precautions & L TULFDOFRNRH 5,
O VAR N=F O EGRMEIL, B (e ~aEE T
Rl S LTV, EHEORAO VARV =F > OBEREO EE
[ 2 A9 5 BE IS 2 BT 5 KU AR 2BE ~ORHIA
5L, BERBEIIIRTICHRE S D 72D, AR 5 AraetE
OHLRBHTHD NV ATFATIVRMY AF LT I V-N-FF




A4 FOEEE L0700 Lz,
F£7-. 1EHH (Carnitor Injection 1 g per 5 mL vial) Ti%, kit & FERIC
Precautions L& %5 723, ZhEE « 20 % (INDICATIONS AND USAGE) & L
T T#ENT I f ORI RBEE (ESRD) DA NV=F U RZIEDT
B K ONRIRD 728 ] OFER N H 5,

1. Carnitor 330 mg Tablets?
A KON 12 5% PA B /N O — R MK O IR PE )V =F 2 RZFED
T,

2. Carnitor Oral Single Dose 1¢°
A KO 12 5% PA B /NR O — R MK O IR PE )V =F o RZFED
169%,

3. Carnitor 30% Paediatric Oral Solution®
12 s A D /N G R R OST AE R D — R N IR v =F > R
ZIE DI,

4. Carnitor 1 g Chewable Tablets®
IO 12 5% BA B D/ NR DO — R R ORI )V =F 2 RZFED
169,

ML - A&

1. Carnitor 330 mg Tablets
& 50 7,
<FRA MM 12 5 LA B oD/ R >
BEANT A EIL THRET 5,
MAE R B R POWERER RT SV BNV =F L RIE LT =4
—THTENEE LV,
e R R FE O & B >
AT T B VR R Y 70 S R AR 2 B M O D TR IF DStk oD
FEREIC K D, Lo L22n s, UTOFEIL, —A7REEE LTE
B35,
L DFER TR & THD LG HZ O T, WL DO KIBIED K
& LT, 2~4 [[li245 1) T 200 mg/kg/day % T HAEOR OS5
DHELE SN D, BRSO L i kN BGE L2 WIEA1cid, B
BIIEHIRICHEET D, SRR EHRE A~ 221 400 mg/kg/day
ETOEMED D WITFIRRGBLETH 5,
< MR AT HERFRR 5 >
Carnitor OFRIES OYIENERE CEEZRER EOASERSE ST
WD A, MEFRERIEIT Carnitor 1 glday &% D #6545, @M H
(2%, Carnitor |%, #JTHE TRFICRO&E3 5,




2. Carnitor Oral Single Dose 1g
& & 5D 7,
<A KO 12 5% LA B/ >
MAEF R OUR P OWERER T AN =F 2 E LT =X
— T ENEE LV,
S RYEARE R FE O E B>
B T B IR R Y 70 S R AR 2 B ) O DR IRF DSk oD
FEEEIZ K D, L L22s s, UTOFEEIT, —iREe e LTHE
B35,
DR TR ETHEDRGE B E O T, WL OO RIBIED R H]
& LT, 2~4 [[li243 1) T 200 mg/kg/day % CTOHEBEOR DK 5
DHELE SN D, BRIR oA L RN 8GE L2 WAzt B
EITEHPICHE R, AR E AR 421 400 mg/kg/day & T
DEMED 2 WITFIRE G P LETH D,
< MR HTHERFIR 5 >
Carnitor O RIER O YIENER CHREREEIK EOFEMENSF T
WAHEA . MEFREEI Carnitor 1 g/day 2% D595, BT EM H
(2%, Carnitor &, ZEHTHE TRFICRR A& EG-T 2,
RRANL, TOEERAT 20, KXITT7N—Y ¥ 2 — A THR
L TIRM9 %,

3. Carnitor 30% Paediatric Oral Solution
& 0% 5-00 7, Paediatric Solution 1%, EHZ UK UL T —Y T =
—ZATHRL TIRMT %,
<12 AR O/ ShIR K O A= I >
M e R OWEE R N7 SV T =F R R RE L=
—THZEMEE LV,
e R R FE O & B >
WA B VR B A 72 e R B E I OV OTR B IRE DIEIR DO E
JEEEIZ K D, Lo L722ss, UTOFEEIT, —Ki2REe e LTHE
EEhd,
DR TR ETHB R GG B E O T, WL OO RIBIEDRH
i & LT, 2~4[BZ43 1) T 200 mg/kg/day & T HEORE O 5-
DHELE I N D, BRSO L i RN BGE L 22 WIEA1Tid, B
BRI ET D, SRR EHRE A 221 400 mg/kg/day
EFTCORMED L WVITFIREGPMNETH D,
< MR G HERFRE I >
Carnitor OFHRIES OFENAE CHEREIK EOFREMENRF LT




WAIEA . MERRERIEI Carnitor 1 g/day Z % M #5-4 5, @£ B
(ZI%. Carnitor I%, BT TSR P53 5,

4. Carnitor 1 g Chewable Tablets
8 50D
<FRA KON 12 5% LA B oD/ >
M R OR T OWEBER YT SV L =F R HIE L =4
—THZEMNEE LV,
S RYEARE R OB B>
B T B IR R Y 70 S R AR 2 B ) O DR IRF DSk oD
JEFEIZ R D, Loa L s, U FOFHIL, —kpyefiste LTH
X5,
DR TIRHETHEDRGEE L E O T, W< OO RIBED R H]
& LT, 2~4 [[l245 1) T 200 mg/kg/day % T HABEOR OS5
DHESE S D, BRIR BRI TR N EGE L e WIGAIciE, H
I &,
AP 2 REHRE AR 421213 400 mg/kg/day £ TOE D D WDITHF
RGN METH D,
< MR HTHERFRE >
Carnitor O RIER O YIENER CHEEZREEIK EOFEMENSF T
WAHBEA . MEFREEI Carnitor 1 g/day 2% D595, BHTEM H
(2%, Carnitor &, ZEHTHE TRFICRR A& EG-T 2,

AGRAER (i
EIZBIF DDA
#)

Carnitor 330 mg Tablets : 199048 H 15H 2000410 H 15 H
Carnitor Oral Single Dose 1g : 19984-10H 16 H

Carnitor 30% Paediatric Oral Solution : 1998411 H 20H
Carnitor 1 g Chewable Tablets : 199448 H 25 H

KA HHTA

RS

ABNDFNHR IV RNV =F > Th D,

ZHTIZBEE L C, Special warnings and Precautions for use Cix., LA T D

RLIR 23N 8 %
Carnitor 330 mg Tablets, Carnitor Oral Single Dose 1g, Carnitor 30%
Paediatric Oral Solution : #& 1 L R L =F > D2 & Ak,
B (MR AERFE CIEFHME STy, BHEORK D LRI
=F U OBRREDOHEREE 2 A3 5 BE XTE 2 B3 5 KW
BEAREEE ~ORM &L, @mHEREIIRPICHRE S 572
D, BEEATLAAREOH2RFW THL NI AT AT IR
UAFNLNT I VN-FFRY A FOEREZHTZOLTE LR,
Carnitor 1 g Chewable Tablets : B fEEBEZ ~D I )L =F » RZIE~D

HYEE S TT
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1. L-Carn Trinkl6sung, 1 g Levocarnitin/ 10 ml, Flussigkeit zum

Einnehmen®
MR O N =T N T U AR—=FZORBICE D LRI L=
FURZEMS (RO BHEIN=F L RZDOUE),
SRR E T IR E OIRIRTTEORERIC L D VAR v =F )
ZOUE (RN ESEI NV =F U RZDOUWE),
- BARARBEFORMIMEEITICL S VLRIV =F U RZOUE (12
PER) 72 BT DY & OFENT B RR & 2D LRI NV =F Rz, T
b h RN VRN =T U RZDOSE),
- PRI D VAR I NV =F o RZIC K DR ORI LA P 5 Rk
IR ERELIRIC T DIBFRICE IS (— IR VARV =F
RZICEDIBEEREHOH T A b7 1 —),

2. Nefrocarnit Lésung zum Einnehmen’
MHEENTIZ L D v =T /KZ (Dialysis-related carnitine disorder: :
DCD) /T 2HBHEIZET DI N=F L RZIEDIEH,

ik - A&

1. L-Carn Trinkl6sung, 1 g Levocarnitin/ 10 ml, Flussigkeit zum Einnehmen
RN DRFZHER D 2N G O@E OHRIZLITDO LB,

1 [ml & 1H&
DN 1 (LRI |3
=51 1000 mg | (LARH/L=5F> 3000 mg (ZFHY)
(ZFH2Y) K 5 R
(LR A /v=5F > 5000 mg (ZAH24)
NG 1 HEZ 1Y | LARBL=F > 25~100 mg/kg A
L <A
v TR
IRE I
5kg £T | &K 1/2 ¥k R 12 (LR AL =F> 500 mg
(ZFEY)
10 kg F | 172 ) KT U2 % 2 0]
< (LARA/L=F > 1000 mg (ZAH24)

15 kg % | 172 & AT 12 iz 3| (LR L=F

< > 1500 mg (ZFH24)
20 kg £ |12 £7iF 1 | R T U2 % 4 BIE3 1 x 2
< [ (LR A0 =5 2000 mg (ZFHY)
30 kg F | 1 KT LE 3m (LRI V=F
< 3000 mg (Z4H%4)
0kg it |1 1)h4 3 [a] (L AR A1 /b= 3000 mg
(ZHE )
AR5 (LARA /L= 5000 mg
(ZAH)
7




L-Carn NARIEIZABRE IR T2,

L-Carn PIARIE D Al IR HIBRIZ 72\ A & EERI O ALTT 252 1§
(IR L TV 5356 LRI 23070 B 22 WS ITiE, ERTE 7213
SANMZARR T D Z &,

<EHEREEEN D 256 OIRM >

JRIREDZE L < Dipnige CRERIEAIEEDS 10 mLAyA) (213,
MEPREEZE=F ) T LBERLORABLETH D,

< Mg biaEE (EENT) 23200 TW L 5Ea ORME>
MEENT IR 10~20 mL (LRI /L=F 2 1~2 g ITHY) |
T bH 1~2 A MEENT %IRRT 5,

RZ LT VRIN=F i o ink (i) 2175 2 Lz B
&I 272, L-Carn WARIE D RRAIARIZ., IR & BRI AAE 4 25 58
L CERPRET D2 H0EN D D,

L-Carn NARIKDAERI AR T E S, 7213859 5 L U2 mE 13,
FERM & 72 1T EEFIENI AR T 5 2 &,

2. Nefrocarnit Losung zum Einnehmen
1HEIFVARINV=F 2 1g (WK 33mML=1E1&ED v ) ThHd,
MIRBHTIEERNC I, LRI =F AIME ST IR 5,
BT KD VAR N =F U RZOIEEIL, BEVEELE 225,

AR (723

EZB T LRFEDH
)

L-Carn Trinklésung, 1 g Levocarnitin/ 10 ml, Flissigkeit zum Einnehmen :
FLESEE

Nefrocarnit Lésung zum Einnehmen: 2005 4= 8 H 29 H 72008 4F 12 A 31
H OKsEH /B8 H)

RS

AENDOFHENE LRIV =F 2 Th D,

BT L CLL T O3 8 5,

1. L-Carn Trinkl6sung, 1 g Levocarnitin/ 10 ml, Flussigkeit zum Einnehmen

IR 2 BRI R E DS L E R A
HEOBEHERERIK TN 55613, mMHED L-Carn NARIK Z2 &M
IR L7Z2nZ &,
BHERIET (BAR) BB FICB T L. LRI AL=F NIRIK
(% 0B oLV LOAEMECHO NI, ZRETD L Z
A7 R TN TV, REICHIZ ) mHEDO LRIV =
Fr el L6, BEEREEERS. FCmiidEir 2T Tw
LEARE REOBEAE) OFETIE, BRNMERICEVELESH
LAwRREMTHD N AF LTI (TMA) £E MY 2 F 0
7 IU-N-AFHA K (TMAO) 23, JR & EICHEH <3 ik
CREIZEBHINDZEN DD, o T, HEOBKERTIH S




Ba. 3 EELRBERES X8 A2 DI EBIIZ K
BITE R 22T TV 5HE1E. REIRICHZ > TRmM&ED L-Can
WIRIEZ IR 5 Z & 13lET 5 Z &,
SHIZ, MES TMA Z+0RETERNI EIZED, WbY5
REERERENEZ D2 WD D, ZOHEITIE, RN, RE
FWNFIZEL D, ZOME L RWEMHERIZ. VRNV =F %
R G900, 1ZIEEEETE D, o T, EEREMEREE £
ITEARROT-DICIMEENT 25 TWDHE CRER~2OSENTE
) 1X, L-Can FSHEAMFEHT 22 TX D,
VIRAN=F ATAEERRIAET DWETHY . ZhE TOWZET
IRENC Lo TR S REMIKE LTRPICHIHS D Z &
B> TND, o T, BHEREDH 251X, £ OEELIC
X0, HEERGFIICVAR IV =T OIMBEFIREN X352 L35
Do PEo T, BEZRBHEREND H5HEITIE, HMYZ2HEIC O
TORRESTFHI L,
MEEbIRHE (BMEMKENT) 2% T\ 256 Rk
B (IBMEMEENT) 227 TW AR, LRIV =F o 2%
32 & FEHPNCHRERES (Y 708U R) BEMETTLHZ
EW®HDH, HDL A2 L AT 0 —/WRED EANEZEINL5E L H
572, NV 7 U EY REHWNZVLDL 2 L A7 11—/ L OVHDL
AL AT R EEMICTF 2y 7 L, ZRIZSCTIEEZ T 5
EHEaG BEETHE) 2RHAT20END D,

2. Nefrocarnit Lésung zum Einnehmen

BEBIOMEN LR
MBI L D VARV =F L RZJE (DCD) DR, 2, &
OZDORMNERIL, BIR EoJE KOYERICE S o TRITN
E72 6720, WERICHT 20813, 3 v HRICRETXETH D, 9
~12 » Hifkil LT H R EOdED 7 O 720G a i, 1B A &
TIRETHD,

4) 1LH

Zhag - 2R 1. LEVOCARNIL 100 mg/ml solution buvable®
- E T IIE ORI N =T VR ZHE
GBS RRPRAE 2 1 © Fe B MER Z 0iE

-AEHEE D B FRAL HHE

ML - H& 1. LEVOCARNIL 100 mg/ml solution buvable
D EDOWFEKRE TR THIR L TIHRAT S Z &,
1HEELTHREL Ky H72D L-Iv=F>50—100 mg. +72bbH




TRLDmEY ., KHE 10kg H7- Y 1/2—1 #> LEVOCARNIL M ARiK %
fEH 2—4 N2 HEI L TEIUT 5,

AR 1 HEELT, AE1kg H72V L-1/v=F > 75—100 mg
AN 1L HEE LT, KB 1kg H72Y L-I /=52 50—75mg

AGRAHH (F 721314 | LEVOCARNIL 100 mg/ml solution buvable : 1986 4= 10 H 22 H

EIZBITDEEOH
1)

i3 AR OEEFIZLV RNV =F o Th D,

4. REABITOVTEEATRLE L B ERREBREEIZI OV T

TATINT UEE (LR TV =F ) 1ZENOAROIRETH Y | W TIFERE STV
RN, VIRV =F e FID T BN IAE D A TR G L T\ Do), BT ERZE
MT7 VROV RAN=F 2 HOTZ /(A ZRTE L TWD v 7~ « Z U Z LTeR, &
FHEEICB T 2 MM R IR B AR SRR C X o T,

5. EEZRNBICRIERND LRI - HEFICOWLT
(1) BELELEFHER, ENPEABRFOLARHIE L TOHREKR

PubMed M OMEZHRHMEFEIC LV, LITOMREZFEM L7z (b b, S35 S5 UL AATEIC IR
E) o
PubMed (~2009 49 H)
[Carnitine Deficiency] : 1621 {2
Z @ [Clinical Trial | : 69
'Randomized Controlled Trial | : 24 {
[Review] : 291 {4
Meta-analysis] : 0 4
[Guideline : 10 4
lPharmacokinetics] : 229 {4
Z DT [Review] : 59 4

[ RS (~2009 4F)
[H=F>| AND [ hL=F RZJE] : 159
ZOHT THERHER) : 11
[F o & MMu B« 0 14
[aF) 5
(AH «TFUR] 04

10
HYEE S TT




B« 0 1

I HIT, BIHSCRERREIZOWTU T OMRKEZITo72 (B M TOMEL, EFRE, S5 U
A AGE

1) TOERMRBIERFED) S5RE4 )

2) TR RMRHIEFEAE] AND TV =F U RZIE|, T RRHIEERE] AND I v=F 2],
[%PEHR4 ] AND T v =F 2 RZJE]
3) [ENT (MuE#Edr, EREENT2 S &T) ) AND [V =F 2 RZHE]
4) TValproic acid] AND 1V =T RZJE |
) THtAEME ] AND [ hv=F 2 RZIJE]
) Drugl AND [h/L=F R ZIE]
7) [ HNV=F 2 KRZHE] OR [H/L=F 47 (supplimentation) |
INHORBIZMNZ T, BHOEFIREDY 77 LAY A MZHD kA E D, 833
HEIE L, B, Bin BRI &EMEE, B ToOI. TN CEET
RNEEBZOND VY —F NDORE L BEE EEOAFRNERY ¥y —F 72 E) 72
ElEBpIN LTz, WRRIFBL T B TH D,

e R EE : 683 1F

BITIC X DN =F L RZIE : 80 1F

HHFIVE T L =F L RZIE : 46 1

S ENREREE - 24 1

At 8331
ZOWE SN RO T, SBRIOBELEIZERT 2 EEXLNLCHEIL, Wv=F D
AACFEINEE], IV =F U RZIEOER LB EOLER L ED T30 Th o7,

(o2 )]

1. FEARERER B 2@k
ML
AR & L C 70 HEMRER S V7203, Je R IR E L OSRAIC BT IC K 2 v =F
REIENKET DTN =F 5 OR M & 28tk 2570 L7z & 13720 o7z,

2. IEEhfesRERIZ BT o WE

SCHRRFRDAAMC, B TERZEICL Y, 7V —(RKO LRIV =F & Fv 7= 8A % Ikt
LTWb YT~ Zothh b fEEER A CoRYENREBRIZBIE T 5 AFKm S L OB A
Fni,

VARV =F 2 Of% 0BG BT 5 2R @R A T OFRYEhRERBR O SC A DL R IZERD
L7z (51, B, BREHIAWEFERE LT, v I~ - 2007 ) —(KkD LAY
JL=F 75 Rebouche (1991) (5|HI3CHK 11) LAShD#HAE Tldfdi il S 41TV 7=, Bain (2006)
(BIASCHK 9) TIEMEAIRACLERITRRE SN TR o7, S OHmETH D 2

11




LT KO VRN =F L L TEE L7, Rebouche (1991) TiX. GNC #t® L-
Hv=F (FI)=F> «HCl) DMEHIN TV,

#5-1 HMERRICEE T 5 WiE

A Fm > REBT A el N2
Sahajwalla CG. 15 R AN BET | EFIRIEIZR T 2 8EA], T2 7 7L
Multiple-dose HE S (20 mg/kg) @ | B WA 3 D ORE I HENL R %
pharmacokinetics and Fox b, GEHl Fa | Thot, NEMEDO I L =F 2 24

gg%%%;gs&evg:st?irg Itine | -1 sl % O Al 1E L 7= absolute bioavailability (%, &
chewable tablet versus enteral | (29 12 IefilfiE, 4 HH) | I7C 15.15.3%, 7= 7 7 /VEHIT

volunteers. J Pharm Sci 1995: | ©. ZAH#RH 38H | &V | HLNRIENIRI T,

84: 627-33."° D [RIFENEZ G L 7= 3

Rizza V. Pharmacokinetics of | 6 BIOMEHEK AT 30 & | N—2 T A »ORNREMES L =F >
L-carnitine in human O 100 mglkg O D4 | AAHTE, BIRAEE 50 020 2RI
subjects. In: Fhe”a” R, HROWIRNEE G 21T | 34—37 L, 2427 V7 F 2 2% 8—
Dimauro 8, Shemiood 8, | 7= semshieats. 10L/h, T2 9-12 WM, %
role in .medicine: from M £ 5-E D bioavailability 0.14-16 T
function to therapy. New 3}) D L&i%i%ﬁ—ﬁ%&itt@] Lf:l_-ﬁl Elj/}i%
York: Academic Press, 1992: ALz, .

63-77.1

Rebouche CJ. Quantitative 5 FlORERERR N B | HEEOBEYUILLTD LB ; RF
estimation of absorptionand | L =F o/ (2| H L = F > 63% . FE H
degradation of a carnitine g/day) %5 %, #%0C | Trimethylamine-N-oxide 31%. {5 y

Iibljggggl]iesrg %gllml%n adults. kL —H—&D L-[*H] | -butyrobetaine 21%.
1305-10 12 T HWv=F kb L,

R0 2 3 T AR
opfilt 72 2 4 <72 8

Harper P. Pharmacokinetics | 6 | Of@EFEAIZ 2 X TN6 | XR— AT A4 ONKMED L =F
of bolus intravenous and oral | g D ERARN G- & RO | ZAHIE, IR 5% 0N M AR
doses of I-carnitine in healthy | s 15 245 - sy e |34 —49 L, 25 27 V7 52 2%
e, B I o7 | PR 5.6L/h, (AR 4Th Th o

P ' 72 B 1 ¥ 5-HF 0> bioavailability (3 2
g #5016, 6 g5 T0.05 Th
V. 29 UL EokhbE il fiREIC
IERRIE DGR B ATz,

Segre G. Plasma and urine 6 DR N BIEIC | R—Z2F A4 L ORNEMED L =F
pharmacokinetics of free and | 30 mg/kg RPN #5-, ZAHIE, FRIRIN B G- D A AR X
g(‘; ;}hﬁr;tfgta:)’:&f’;gr'giifge; 100 mglkg DFE G, | 776 L, 242 VT T 2% 10.85

I | | | | l \'X 74 p VA :D‘ (‘
man. Arzneimittelforschung 30 mg/kg Ojﬂjj.f H %Zfz; (3 L/h, ﬁ%*@’ﬂ;ﬁ cfi. 10.85h, % H
1988 38 1830_414 'fﬁU@Jf‘) Q;?é#@%hﬁf{ﬁ %‘E#@ bloavallablllty 018 T&)O f:o

"“%O
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Bain MA. Disposition and 7 BIDHERR S T2 1 | ik L =5 R A e G
metabolite kinetics of oral | 51 0.5, 1 K12 gD | TRIERETH Y HEIEITRD i
L-carnitine in Humans. JClin | &-=1 g 3|, 7 AR | 72757,

Pharmacol 2006; 46: R iy
1163-70.° B OB U7z3tBR,

* o WREERSCDE L L IL, First Author O ZGR#,

fERER N 2 X80T, WA TiX 2g (30 mg/kg) LA B 5 &0 SKyBhiEs IR Fh S T
BY, AN=F o E%, 69 F TR PRENEGRICKF L TENT 2 mERH D Y
Y —hT, I=F &2 29 BB E1 A 3EL 1A05g LA oG Tl i
D ERITRD bR E DORENDH 5, Bain H O O EE 2 X 5-1 12w L
2o TV =F XIS K D REBNEE K O B 2N 0 B, DB PHAERR L = F
VERE L EEOWIIIRGTHLD P mARCITRERRL AN S D Z ENE
ZHivd,

A ClE Phasel B L LT, A ATF U dEEE b E LT 0.4~16 g/body (7 U —{k
A% : %9 0.33~1.3 g/body |ZHHY) ML SN TEY . LRI ALV=F O iEEITZENE
R ENEBHREG L0 EEWN D ERNRMEDO LV =F o DB H Y | B RE
fEHT OFIIREE T 25 = L NWME SN TS, F7-. 100, 200 K T 300 mg 5z D [l
B L LT/ r A—4—/\—T12g/body (7 U —{K#5 : %7 0.98 g/body) 23ZE[EHFH
Han, R—#ERE CHEREO IV =F U ZHIE LR AR SIC L > THE ST
1/‘6170

WD 7 V) — (K Z W im X TliE, AOEMERI CREETOT —Z B3 5F 56 TH
oW O ENE A BRI H Z L ILTE RV, £ 2 THREENITWVERBREEIC OV
T, N—=RA T A AHIE LT HFRENHE M L7 Cmax & AUC ZREMIE L, [X5-2 &
O 53 IZR LT, 723, A TORBRIL, HWORE&EE2 7 ) —(KICBBE L TERL
710 W S g P EOBEREICBITAIN=ZF L ONALFT AL F T 13K (5
~20%) ©. £/, NAEO IV =F U OEBELRENVI ENDEL, X—AT A UAIEL
7= R EE O IEENIE T A — TR &R T Y AR LI, BICRIELAEX S IChL
=F U ORI THAERE NG L TWD Z & n, MAREFEREETH D EE X
bNb, LTIER-T, I=F & L TRRIEEETERINT-HRBROEYEHE Z
A—H R EETHELTHETSZ L3R YTIIRnEELoN5,
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Dose (g/person/day)

X 5-1 1 H 3 [\IKAE 55 O L2 i 4 i
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120

Cmax(nmol/mL)

10 1

O Sahajwalla
A Rizza
O Segre
o =K

.

5-2

10 20 30 40 50
Dose (mg/kg)

b L Cmax DEIfR

3. JEFIHRE
LLUF OREFIE OB OB 5K (Ir=F>) 1%, CEEEEFOFEEHT08, A
DMETH D Z EMBERITHT Y DN WEEIE. LR v =F U &R LT 5,

1) JeRfR

5

500 1 O Sahajwalla
A Rizza
_ 400 1 <& Harper
E' O Segre
= -
= 300 o =k
€.
o 200 A
2
<
100 1
0 T L] L]
0 10 40 50

Dgs?e (mgﬁ(og)

5-3 xhHEE AUC D%

AFRIZH T 2 e RACH B FIE D 5 HAGR S N2 INE L ORBIZB T D =F > D
5 (i) AR HEL L2 G UTEF OG89 & 2B 252 LTI
FEH L7z (365-2), 2B, DL-B=F o5 OWE TR LT,

# 52 ARHTOHRRNBRFEIEICBIT DIV =F > RZIEDIERHE

R4, SCHk T (Efl. I =F G S, BRI
VR PE | T L. ZAMERE CREIE U4 | 2 B A he, WM. HRER L, AVERME.

B = | HED =T IBUED LB 1100 mgikglday ( [H/v=F2) ) o AL T
F o fx | EFHERIR 2008 5 61 : 449-52 B PRI, 825 5 » A B, EIET
éﬁ IE,‘_I%L’O

Kl . Sy =
FURBIELE IV =F
L. NEEE 1999 ;40 ¢
1042-8. *°

HIV=F 2 N T AR—H—RABJEDRRIR TH
DR, BARNDIEFNZB T D L-B v =F o F 541
DB ST D, B R oEEN, FREBERE
T ORI LV B F2E S AIEE, MBLOELY IA
HHEL IEH Oy, FFOMRSHEREITESE 42521 C
WIRN o Tz, IREESIRTH I L TORND AN
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ZNEEZBND, DHRETHEE L7 FEE S
Nz &, RREBRFRDNoT2Z & T, 2l
BREPEDRTHAS D,

Shoji Y. Evidence for linkage
of human primary systemic
carnitine deficiency with
D5S436: a novel gene locus
on chromosome 5g. Am J
Hum Genet 1998, 63:
101-8.%°

7 kR, BEYT. EM. I8, 8 i THEL. weakness,
JRAIED . ODEE T, BEIK T, R, h—2rdr=
F U NIRRT, 74 707 T AR TOHNV=F H
D A FBERRER OB AR T CHEEZ W, 100-150 mg/kg/day

(L-carnitine), 14 » HM#& 5, = DMFEIER L, BEFITEN
ST E RE G EEER < IZEE, LIRS & K
& 2ok,

A==
V.
MLE

HE . TmEdUm
MAED 1 Bl —ZWrtk 16 4
Mz o7z B IRERIBICD
W T — L N R R R
2004 ; 57 : 959-62. #

12 RIS 7 e A U ERME & TS i B, 16 AR
ke (BLTE 28 7%) o 17 > DAL L R A v =F U B 5Bk (1.2
gliday) ., 2 £E4#%.C 1.4 g/day |ZH8E, 2003 ££\2FE 0N 1.6 g/day
IZHE R L 28 R BLME & Offkle, #5-% 11 Iz D BRARE
KBRAEFT R & BICLE LR, &5 ORI ROIEE
E LT, ARIEFITIZRT T v =F PRl B 2 FRREIC L
THI&E, BIEI LV =F VOB TIEMRIESS, h— A7
ML, BEEREEILD DO B L, BRI R
UWNASKBRIUBH O /iR EEAR T, FEPLEB EREE e &,

R
BN
= Ot

Itoh T. Effect of carnitine
administration on glycine
metabolism in patients with
isovaleric acidemia:
significance of
acetylcarnitine determination
to estimate the proper
carnitine dose. Tohoku J Exp
Med 1996; 179: 101-9.%

@4 i,

@5 % B IR, Ml e bFARBICEY, HR, &7 E=T
MAE, FREROIHT 72 & CRERZK S e, 2Dk, Z237
flfRE, 77U ogE, h=F G5 TRIT,

D@40 mg/kg/day (L-carnitine, #%1), B/ =F AR
Ti% 50 mg/kg/day (L-carnitine, #+1),

AV EEBIEBREZEORINERE LTUNELR7 YV e L
HIT, L-B/L=F > 50~100 mg/kg D% A5 & LR 25,

HETOT Y VB, HDHWE NV =F R E D | Al
EHR LI, A Y EEBICEYOMBEIR m,

Ito T. Liquid
chromatographic-atmospheric
pressure chemical ionization
mass spectrometric analysis
of glycine conjugates and
urinary isovalerylglycine in
isovaleric acidemia. J
Chromatogr B Biomed Appl
1995; 670: 317-22.

2 SEH -

O4 w7,

@5 B, mEl e bEAEREICEY IR, &
T =T MGE, AEESHT R & CREERZET S
oo D%, ZURTHIRE, TV D
N=F o FHTRAT,

O@4#:1z 40 mg/kg/day (L-carnitine) #% 15 & K
BRI B, TV AT, R v =F
a7y AN O oI, 50 mglkg/day
(L-carnitine) D#E (I =F Affikl) .
AN =F AMRBRTA YNNI AT YD
PRYEMEDS 24 WEfEIfZ ., £9 2 f5UT < (2 F CTHI, #%
AOfHOMEL, 7 U —CoA G L. 1 VL
U7 U ORYEMOEINIBELES 5 & & 2
5D,

JEE IETL. A YRR
iE O HAERTZ W & R HR
RN E (g BT~
ARG ) —= v TSR
BOKE FoR-ES I
T HMIE) . PR 2 FEIE
A D REENE R
B NPMERBRED < A -
Ay ) —=27 #E{TIE

O VEERIVERZROSE 4 7, HAEHHZICEE, TR,

WREADOEMRIRT, 2R, 1V HFERRIE & i E 2 W,

A% 8 n HA XY L-I/L=F > 100 mg/kg/day % B4k, i
TV —=AN=F L DEF RPA Y ASVIAVIN=F D
PEMEEEIN, SVERIE TR 3, MRFIRE S ER,

Q% 5 FIXM AR I R ENRWBALE, 8 1 38R R
IR, f > RRR R R 7R &b 0 BMPERRE, 3 RIS
W, A Y EEBEE Bbhd, BlE2EDFEICHI L=
FURAEEID, BFEICHT 268, A% 1 EEE XY R
& L-B/L=F > 100 mg/kg/day O AR % BARG, A% 6 » H I
SACHREIINIETE, 3 » A THE, 6 » A TEIRY "lHg & 5
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K OE W& HICEET D0
7% 1990 ; 133-5. *

EIZHRER L,

A F b | lhara K. An asymptomatic HAEBEZOAARANBIR, £% 1 HH, HHEHSK
» . | | infant with isolated OHRIE 7 & TABE, £ DOBRIERER LiBBE, 5 »
= L | 3-methylcrotonyl-coenzyme: | g yapiic 2 kv 2 LCdho7= 20 BEROY > 7L
Y o o | BCarbOlase QENCIENCY | )47y iFC 3— A FL 7 1 k=L - CoA ik
95 3| soreening for maple syrup | FRMERICHUE £ IR, 8 » A C £ 2 1A% (10
A F V| urine disease. Eur J Pediatr | Mo/dayl ) TdEe L, 9 » Al TR L=
7 v k| 1997: 156: 713-5.% F U MSE, 10 5 A28 0 L-r=5 2 100
= mg/kg/day, & DHRIEEDFHE CTHRE 72 <. F D%
-CoA fit 2 RN ZERMIIE 70 EHBI D T A L AVERRY T
K % HLATWDEN, AmEEnT Lo AXr ME
ENE = HZ o TR,

JiE)

e T | AR EE. TV OH# 20 OBW, %5 BEHOX T AT AR
> -CoA | -CoA flii/k#BE% (MCAD) | 7 V—=27"T C6 KU\ C8 Hfl CHET v
Wi K & | KABIED 3B, FEkI L2 | -CoA B/KBEELZREIEDE, VU L/ EROBEFH
W 3 K| TR 2009 ; 45 :25-9. | iEMERWT, 8T L L-CoA B KFERESE OEE T
BIE gt ¢ . B a5 ~ 7 v £ K

(449-452delCTGA/B30A>C) L 2k, Akl
HbEWALEREESE L (hr=F>] %5 (50
mg/kg/day) . 17% 3 » AR CTRERL,

@HEE 12 DBER, AU Z T AT ART Y —
=2 7 THET 2 L-CoA ik SRS KABIE % 5t
WU S SEREESRTEMERZ T M ONBRAR FR AT T

Z W,

Az b b -miflfRfEE L =] &
5. (50 mg/kg/day) . ¥ v 7 T A ORBKIGFRE,
11 % HERERCTEE 22 L,

@1k 1 » H&R, FE, BECRR, g T AR,
o PERE MRS BEDO7 b MR, AR
.5 2 F b~ A58 T C6, C8. Cl0 &, Rt
HREFR ST IR R U MED VR VERIR, ~F
JANT Y ARY LT Y v OHEEEINT
g T 2 L-CoA Wik SERESE KIRIE & 27, 815
TN CHREE W, BN R, WK B ) o
e, =7 Ak (40 mg/kg/day) . &
Bt AR AR S VEE L,

IR B2 SIDS**ERJE R
ZELEN, BHREIZE
D 1B IE 72 < Ry FTRE T
Hol=Hg T > -CoA it
KFEREFE (MCAD) KIEJE
D 1 Bl BRI VT IR
2009 ; 45 : 7-9. ¥

1k 7 » AR, SATROBICREG, Eikbs
% RmE, REET S R—3 AT AR, 7 FY
BElaTE . PLEEREE, 7V — L =F KA (10.2
umol/L) THh i =F L NAkB%E, A#iLDT v
IV =F KT CHEE T S L-CoA ik FEEEE K
I R IBIE & St boty, BIR TR CHEEDZM,

N—=ZN BN =F 7Y —hN=F o NIEEH
FAEHERTAL901C Thr=Fr) 2R (A&
TH) GRS [ L =F L HIKI ) % 20 mg/kg/day
WAk, 3% 4 » HERSE T, (RILBERIED HH 722
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Lo, FEEMRERBIEL B DNLDOERS R
Uy,

R &1 KE S — A
a7 A FMOFENR~ A
A7V —= P THHA,
e 7 > L -CoA i
KF#EEFE (MCAD) KIEIE
HARNG Rk I v 7 i@
2009 ; 45 : 14-7. *®

HAEBER, /—AhuZA4FTHAEL, A% 3 H
HOBERSAARAI V== W2 TCHI X I A
NN =F L D P 2 L-CoA ik FEEE
FRBIEA DI, Duke RFETOT L hL=
F UM TTHEET AN =F U EE, R ARE
R T ) ANT U RRARY LT
Uy ORE LS s RE CHEEZ2HL, 1R
BA%LAIE X 100 mg/kg/day (L-B V=) , 4 5 H
#1250 mg/kg/day (L-H/L=F>) (ZHiHE, BA
~EER S HREAL A M L. W r=F 03 20
mg/kg/day (L-H/L=F ) ~& 5| E L7722,
MFHNV=F LT T7 ) — TIEBIE
o 1RREAE B8 B2 < i,

M R §H | EE BZ. BRBUREMRIE | 5 B I, BN . AURUTRMEE, SRR
T YV | TRIELTEMESET v | WRE, JRPAREEE AT TIEZ Y DV R e r b
-CoA it | -CoOAML/KFERELZ RIBIEDS | KDL 2> 23, iV =F T a7
K FEE | B REL BANERSES | 7 AV TIECLAL T I Vv =F & FLIT
R 4B | MEEE 20035107 :503-7. P | BT IA DA =SFUORHEML THBY MEHT
JiE & Y TL-CoA KFEERKBIELZ R -T2, U v
E#H7T T 47T A NOEERFHRAE CHEEZ M, 300
L mg/day (L-Z/v=F>) HNIRBALG, miRAK -
-CoA Jiit EAE &, FE8 MY 27U EU K (MCT) &, 1%
K 3 B H#& A LiIRRE, 1 FamE s iimie Ee L,
FRE | B B BEHET Vv | 11 RB IR, BYREMN: 5. S5 EEE, 6%
JiE -COA /K ERER RABIED 1 | 10 % H BEREAK T ABERy, BT, 28 7 DK
Bl . KR I v 7 0F | T, IR, SR AR O T VAR R
2003 ; 39 : 33-6. *° PRIEIZ 2o 728, G 7 U — IV =F > O
ETVNIN=F U OEMERD, 7407077
A N OB FHIRETI U A FAL-CoA E/L
I FAL-CoA DIEFMEIFIETLTRY, 7%/
A L-CoA DIEVEIXIER THDH Z EMDmEHET
T L-CoA /K FEESR KIBIE &2 STz, BT
DYERRLL I AE, 45 mglkglday (L-H/L=F )
O&h, MCT V7 fiFeiis, Eihtk OK
JERHBL G, CT Lo HEE, L= o
— T LERH b IEF AL,
£ #4 3- | Miyajima H. Effects of a 26 &AM, 15 ki, R OEEHARERIC I A4
bt | m | low-dose L-carnitine 7a e U RE R, MR LEEE T V7 U —7
% 3 7 | Supplementonanadult L= o b (AFF) ASEEEICHIN, R S
o | Patientwitlh mitochondrial -, — 5 syprc cl0. Cl2, Cl2:1, Cl41 7220
“COA B | geficiency. Muscle Nerve | 7 /v 1/ =T ISR, RaBKAEAD - 15
K 3R W% | 1999: 227 429-30.3 REWI &, HMeFi & 30~40 mg/day (L-Bv=F) |
ENE " Z Dtk 1 » AR 1500 mg/day (L-BLv=F>) T
JE K Y 1B L7223, 3 v A& Tm & LB & AIF 258000,
= U % HN=F A& FILT6 v H%, BEEOHRNE L
FRH TV —J)V=F O, MIEZ VT TF xS —
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SiE Yo L&, 0%kt 300 mglday L-7/L=F 2§
4., 300 mg/day DK E D )V =F o THEIEIRIT
ST, AR V=T B G I TEB)RE O R R
fRIESCHER T v R—Y A& Z ST TE A
o7, —H BAEI NV =F FMmEF DO 7Y —
NN=F 2T ) —< L LU D, B
Rz Ll-LBx oD, BAEILVL=F
X, Q= A7 A7 ) —H CoA ez TEFICRT
QFE#HEMBZEEZI hay R T o ~fFxEd 5
DEPDLIEDL D2 L TREIFREZ T HT,
WRIC TV =F kb Eans & REHENBRO
ShaRIT= MY v 7 ZA~OMEAHINL
BEALDOH RO EFMEREIMLTCLE S EE X
bb, BRAETHIUE, BEOBRICEEDH S
RHETPHEOSHNPE I DI <u\&%zfﬁméo
7 I | Fukao  T.  Mitochondrial | A AFED 5 » HiimdJ IR, T, &M, HEED
4 7 | acetoacetyl-coenzyme A | fR#ET o R—o A, IR AR T 0 7
v /i | thiolase gene: a novel 68-bp | . ¢ L\ X har FUTOTE FTEFL
ge | deletion involving 3 splice | cop 55— v & U, (A =F )
B site of intron 7, causing exon B
8 skipping in a Caucasian Bl (50 mg/kg/day) . .
patient with beta-ketothiolase | 7=/ FIELOHiIIR &4 (2 g/kg/day) . Tafic L0 I
deficiency. Hum Mutat 1995; £ 4% £ TIER O/ U, KEthEEh M8 & 5%
5: 94-6.% BILE R,
* o SCHERODEZ 41X, First Author O AR,
SIDS** : sudden infant death syndrome (L% 2 Z2ESRIEIEMERE)

2) PUAEME I AV T rEgRE GERINE) ICL D Vv=F U RZIE
AR ANV T a5 X D DNV =F U REZFE~D N =F B 5T AT
DOIEFIHE 2 LU FIZiidk Lz (£ 5-3),
#5-3  AIETOIEIE D L =F L R ZIEDIEFERE

SCHR LAY
Eld Tt HUAEY | FiAEWEIC L AR L =F CMED S 5SS E 2 0L 5 (Kb % X
BoORMEGITL | oLl 4 B REIZRER LT, EFX, MR TIES 203 EHMHE
D Wi ov | (70 HREO 5 B 52 HW) 17 b BEARF I LEEE &8 itk
=F > E MK t7;A+#$%E%WWLthOﬁﬁﬁ@m%h%@&
MBERED 1], /N | ERRBEE 2 2 5 (K MBEHE 2 78 @tomﬂﬁ@mﬁﬁi%nwﬂ
FHEGPR 2005 ; 58 : JT</7 b oFatE, WEEE LV =F 2 44 ymolll, TV =F 0 11
1893-7. * umol/L ThH o7z, PIAEMEORRT L% 2 » Afk->TH., EHED
N=F o DIRED R E . AL LRIV =F 2 40 mglkg/H % 10 H
MR L, DB OREBIZERFCTH D, 5% DX D IiEf % 72 <
?twm\ﬁmﬁﬁi%%wﬁ%%wwwﬁékkﬁmx%h%
BPOW T /NRR B UMK IUEE OREIE S & S /N IZx LT
EWllce R o2 oW E 2T 281C1%, kv R
AN=F v OHFERCHEAREZANE S 22 K 5 A BTG N LB T
H 5D,
M EE. EMPT 1R3 » AR EFIIREERAER YKL, fET19 BT
AR GIZE VIR | XUERFULENGTESNA G, BRFFICEN I DA TERE L
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B v =F v ALIE &
kL EZDL
=14 BHANR
Bl MEGE 2004
108 : 059-61. *

TV 4 E, K%, WO LK MEIEZRD, 78
o RS TCERRIXEIE L722Y, CFPN-PI S NCE 7Y R L BN
XL 3L B E &G Sz, 20k, #IEFEED 1 5 A%
(CFFO EIRE e, ARk CIRMmpE 2580, 7 RUB AR CE
EE L= oo, wlEL, 2 EBIZBT DRIEFORERE TCOE
B 72 MBI & s B3 N RO B I3 oo 72, BRIE
R RERNTREEIT o2& 2 A, WD L =F o DIKT 3R
Do FEZ T, [Hv=F>] 60mgky/ H %= 1EMANRT S Z
& THEBED )V =F ATHELICEFL L, PIEBEHETET, 7
DIV HIV=F T BEITERO b, DRI EERCE R R
VD WU AR G T S 2 L TRILEERIME RO B/ <
VARV

Ishikura H. Valproic
acid overdose and
L-carnitine therapy. J
Anal Toxicol 1996;
20: 55-8.%

EECTIHETADPAD IS IEN L T oz BEICRALTCLE-
TIEBIERE (K 4000 mg) . ABEfk, TRVVEE S i BRI T C. W
FRTKE U TS, B & RPN 0O 72 8 Ok &K v =
FUMSERTED - OO O N =F 85 (AFEEIZ L-carnitine
100 mg/kg (L-H/LF L 5E®) | Z %% 250 mg/8h % 4 HE) 72 &
DY R—MNREEZBZ o7, 0%, BELIHE ML .
o BRI U, BRI 8 B BICHEIE < 5e4mfE Lk
B, HV=F AFIT T v oG OO BIERIITF A4
ZRHIE L., EHOHEM A NS E-LE2 T,

Murakami K. Effect
of L-carnitine
supplementation on
acute valproate
intoxication.
Epilepsia 1996; 37:
687-9.%

400 mg/kg OV a A FECTERIL TLE > 2 BECHE - 72
NR DR SV a W & i, SRR Cm T =T
MIEIZFEE L TR WS d-en 2L 7 R3H 6 252 B LT
776

L-1 )L =F 5 (100 mg/kg/day, #%5uEse, 3 HIE) (2L
V7 AR DRI IE R IZRIG L, W =F &I
(272 o Te V7 a il e G- A AR,

Ito T. Alteration of
ammonia and
carnitine levels in
short-term treatment
with pivalic
acid-containing
prodrug. Tohoku J
Exp Med 1995; 175:
43-53.%

Cefteram-pivoxil (8.5~16.8 mg/kg/day) 7 %I fd e Rk A\ B LR Z
YT T ROVNREEIZ 3~14 HIE (CF¥6.2+31 H) 45 L.
MPAV=F EBELI bay R THEEEZH -, 2 OIHIE
izl Tchn=F METFEE I L (BERABMRT T 47
Tay hu—/L78 508445 nmol/mL & 2 A, #5 7 HE TlX
18.7+4.4 nmol/mL) . /NEBETIXMT T oE=T 2 L7, W&
WAHN=TF T RS T I L, 2 OIEANTEERE T
BN =F 52T HRETH D,

Ohtani Y. Carnitine

deficiency and
hyperammonemia
associated with

valproic acid therapy.
J Pediatr 1982; 101:
782-5.%

25 HOEEREES LFEmE~ v T SWET 27T H0ar bue— L
DOMIEF DN =F o LT o B=T ZHE, BEEHED I L 14 41T
T B EEER T, ST e BEEOBE T =F UKL
TR T NE T, ST a5l L =T PR L
FERE, DN =F U PEEEL T B TR AR, 4 O DL-
v =F > OO HEE-(50 mglkglday) THN=F > RZ E@mT
T =7 ME IR E,

s CHERODFEH A 1L, First Author O A3t #,

3)

AT A
%

EHTBEIZBIT DN =F V REZFE~D IV =F R GAZFET 5 AR TOIEGIHERE 4 LA
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Tlcig#k Lz (%54,
#5-4 K TOBIIC LD B IV=F L /RZHEDIEFIEE

SCHik*

B30

Sakurauchi Y. Effects
of L-carnitine
supplementation on
muscular symptoms in
hemodialyzed patients.
Am J Kidney Dis 1998;

107 4 OBHTRE THEITHIM &L 7 UV — b r=F> (FC) OBfRZH
Rp L BTN EL 25185 T FC MET (EFE 36~74
DEZAH6IHV) | TIYAIAL=F (AC) IFC R EH.,
WHER D & 5 FBE T iiﬁb\%%i DA EIZ FC MEL . ACIFC 23 &
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Schreiber B. Levocarnitine and dialysis: A review. Nutr Clin Pract 2005; 20: 218-43.”

8 MOBNTBFICBIT DNV =F U RZIEOEETIE, MHADT7 Y —hL=FDIEH
fE1E 40—50 umol/L TH 5 & Z A, 19.2~32.4 umol/L & BV =F L RZIEIZ 2> T 5,
BT EBE T weakness, JEE B E . €57, cramp, {KIME, OHEEE T, =V AnRzF
ARFUER ML 1T 2 v =F AT (ARG T ITE RN ) Ol 27 A
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27)

28)

LEa—, £2, DIEIA~OHEREFTATZ 8 b L Ea—, 2D X HITEL OFIER
bHZEMB, 12ET A Y DBEHEEH S (AAKP) 23T F 23— h /3 1{Z#) 600
HDBEED R2FFRO L 2 —2KE L, SO cramp REMLE, = RLF—037<
Quolity of Life(QOL)IZFEET 556 . ‘BH& M weakness & X A /3F — ODfiE, = U A1
REF AR E ML OB BRE I, BT TH 20mglkg DIV =F L 2 FfiET 52 & %
HELE, BI¥R. Nationa Kidney Foundation (NKF) DEEFIZE SR E KL B 2 — & BRIRRE
BD, FEkOY a X7 — g r&2%3K (2003 42), 20 mglkg D 71 v =F FEIX 9-12
n HfRE U, BRRZVR 2 R 5 2 & 2 #8E, Z o sx LTk, ROo&kGoh L=
FUERB SN NI ATFAT IR BAREE TCOZAMENEIRIND Z 0D
FERI O AHELE, 1999 4 12 H 1T FDA D FHER O —H OFZNT EE ~D G- %2 KR, €D
B FDA L, [—RIETHA I M ZIKMETH A ) DAV =F NIERICHERWETH D |
AN=F V REVERIZE > TEHERFRELZSIZRIL, EG2E0T L3 +ok=
BT UARD D) &L, £7o. FDAIXBITEE ~DO N =F o HIZOWT 24k
OFEE] 1T E LT D, &#ZIZ, CMS & NKF OF iR E~OLRRERD AR U
U—ZFR L TN D,

Golper TA. L-carnitine treatment of anemia. Am J Kidney Dis 2003; 41: S27-34.™
BHTRETCOAN=TF o FBE5D 5 HDT o Z MMUHLEGEER, 15 DIET o & AL R
DWEHLDOLE2— EABFHELDH V), MPHNV=F NPT 5L AnRx
F U DVERENELL 2D, KIDOQI DU a AT — g ThxT AnRzF o #Hi
HOBEMBEETIL, INV=F o FEZR LD EE2HREL WD,

Miller B. A review of the impact of L-carnitine therapy on patient functionality in maintenance
hemodialysis. Am J Kidney Dis 2003; 41:Suppl 4, s44-8.”

FHISEITHERHEIE D BEIZB W TR O, EEGE, ERARERR & ~D2 25
N2 15 RO L E L E 2 —, BITRIEIL. BAREEOEMIIARARRIZT TR, £
#7¢ QOL DIRFFZ L METH 5, BATEE D QOL ORIl IS b FiEFmIIIC &
BN DY, QOL 1 LHBFH OEBMERES well-being (2B, @k CBIET 5 2 LIdA
<ZITFANLNTWD, BITEIEOERIZE 0D 6T, £ < OEBEN A EEESHS
WROKTZRER SNTND, 29 LEBEICBWTHL=F UHliFE &7 72 15 #
ZLUEa— U, 7HIEERE, 7 8IS0, 1 IEFRE R n& 5o Th o7z, i
ZBWTIE— OB H =0 1~4g. H D% 20 mg/kg/day D E-E, EO&REOLA
£ 0.5~2g/day TH -7z, JHEHEIL6EMND 16 » H £ THEIRDONL =, FHhEE
ELTIE, BFM O weakness, IEEIRE, HESE, BT OMHAD ZDOIXY - T,
P97 70 EDRRHRIEIR, QOL 72 ETH D0, LTORHMETIELMEIZL VLY TH Y, hE
DD ENHIHMELDINTAREDROONRNEVWIWMELH D, WL=F F51Z
EHTBFE DD L b — OB OEERECHAIEIR, QOL IZ#IRAZ R L, RRZITEIN
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29)

30)

31)

T D,

Guarnieri G. Carnitine metabolism in uremia. Am J Kidney Dis 2001; 38: Suppl 1, $63-7."
Waf*%f®ﬁwﬁ?/®ﬁﬁi% U7 Ea—,

RNEOURAFH, BT, BIRETT7 UV —. =2, TUVNVIN=F L EDOEbE E
EHTNWD, ANV=FRZIFMmiE b—%/4h 25 mmol/L LLF, KA F—Z /L5 10
mmol/gNCP & LT\ 5, 2 DDOfRFLE 2 DDAXTF U ATOLE ;—O)Hb’?’;ﬁnﬂﬁ
WL MRFRRREE, BT OSER, DHERER E~D ANV =F AT OFAEEZ RITE
DTS, BITERE TORERONT Y 20MIRIE R O &h\ﬁﬁ?$4y@%\
oI A X BEEIR, IV =F HERETEVNRHLIE LTS, bl tb
BEITERE O T 5, flidmind. Lk, BREEEE, BES (7 707 RilLE,
FEETE, AT — DFRE. TAREPIER L) 7o EQBEERBETOMMIL, =%
A= AP TH IR ENTND E LT D,

Horl WH. European best practice guidelines 14-16: inadequate response to epoetin. Nephrol Dial
Transplant 2000; 15: Suppl 4, 43-50.

KIN DFEMTBE CTORANT T 7T 4 ZATTA RT74 T, BROEMAMFERZERT D72
DIZAN=F L OREPHRINTND, Z2OFT, BN 13 WEIZEWNT, EIZLViE
PrECONN=FT L OFANPKES R D CEE L THEITRED 65% T /L=F )
b Tn2%),

(ZOXEIITEMTHROFZEZD TENT TOIN=F U FERBDO LN TNDLEN, £
OFEAIZZ L —HOBITBEFICRONTNH I EEZRLTNDIRILTH D),

Wanner C. Carnitine abnormalities in patients with renal insufficiency. Nephron 1988; 50:
89-102.7

1988 fF £ TOREMTEBE~D NNV =F UAHFRIFRED L B a—, REHIEEER2EE, 18
BT RS, BBAEE CIIH A iikcim P v =F U RZIETR LR, Lo,
MARENT BE OVEOE NN CEE RNV =F VRZIENBO HIL, ZhHOBEFETIED
NW=F UFIFIENZ L DRWHIREZRL TS, BHITEEDO T —EHICH LN L
=FURZIENMFEL T, TORETIII N =F Ui FTRIEN K ZIEIR O S
H D,

< FEWpEhHE >

32)

Evans AM. Pharmacokinetics of L-carnitine. Clin Pharmacokinet 2003; 42: 941-67.%

N =F  ORPEE, DV=F ORBENLOEIE AG, BIRME TCOFUIL, #H
BEAOE AL N TV AR—F— DIL=F T — IOV TR TS, S5
Wy AN EINTZ TN =T ORINENSAL FT XA Z 8T ¢ (BA)., i, 1%
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. BRI & 2y & o elimination kinetics, A TOYBIRE/R Y 2 £ L O L B a—,
KETORFET—Z 72 EbelHESNTWD, ZRUCE D &, #KAID BA 1% 15.914.9%,
FEFNE 15.1453% TH D RI%EThH o7z (BEEANIC 12 Kl 2 g G LT —4), s
DOWFFEE DOME T, 29 REDOEEGREICK T H BAIL10~20% TIXE—ET 5, T< P&
BLGOEEBAIXT5% THH N, 29 2z b LfafkiEL 720 | 5.94 g HEIE G5 O5E
DBAIZS%N THoTZEWIMENH D, HL=F DK\ BA OFEKIE, AFiz X 5
FIHENZ 0D, M EETORNROESICER T2 EE2 6N TWDS, IV=F>
FAEEANTIE, MEZ X7 IRTE A EFREE LW, REMRICAIRE ST 203,
ZFOIFEAETTHRINSND, ZOB7 VT T Ak OFRIGETEIZ X > Tif R
DHEFFS TN D, I =F U REIE TIEZ OBHEICH N ~DRBATOREREIC XA &
L THN=F U REBAELTTND,

(3) BEEFADEFEMBERE L TORHRET

A U 7oA S R OGEH & i &2 LTSI L e (R 5-5) o
#% 55 NRA 7R HRE K OB N A O RLH i A

HEEA | RL & P
<ISERVEGHEFIEIC LD WV =F  RZJE >
The Metabolic & Chapter 93 Branched chain organic acidurias
Molecular Bases of Chapter 94  Disorders of propionate and methylmalonnate
Inherited Disease eighth metabolism
edition Chapter 95 Organic acidemias due to defects in lysine oxidation:
(McGraw-Hill Medical 2-ketoadipic acidemia and gultaric acidemia

Publishing Division) ® | Chapter 101 Mitochondrial fatty acid oxidation disorders
RV PREE R 106 RS

517 i 4% T OB T D KIG
(=L BET « Py X 6 NUL. oAy AV aA LB A AR LE
) 13 U

75 & NEE AR
1 2 b=y N TEBERR L DOEE
568 & /NEHNIC I T B IIE
5533 H0  ERIRMRAE S
712 T BEEKYL

FEGI D> 5 55 5 H AR R 1
SR E | APEIR A R HIE 2

Bl & ihet) J MBI R GE (WL =F YA 7 L EEIE)
K HEERAGEH B FE (B ER(LR)

L X bar R U7, &dERImiE

NERERER =27 | F2E BRI L Z0%RA

JL A T2 BRBIOH T BN

Bl & ihwst) 3 LA REERCE R EE (A REER G FE)
4 TRSME) AR AT

B T x/LX—H

2 JEWiEERR LI X OV b U REAE R O BEE
New /NEEFY  ETEH | 58 & SE RIVHR
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2 hi i
(FEiTa) 8 AR R
IV G E A B 5
NEBME KETH R | 15 Jo R E
o) ® R
1 AR e
WNEBVE HAERTT | NERER
AN EmKETFHEL |1 SRR
hiR B A IR 2 E
Bl & L) ® E JRE R e

e MRS 5 6 R
(BEEp)

BB AT
A iR

C_ArHai{ta R

<SEHKIE - LT e BRIz

YA BN =F L RZHE>

LT afRORIER |6 ST afEoORIER
L0 X0ENHFERD

<

5947-ﬁ4iy2)

4

<BWINZ LB I N=F L RZIE>

AR BAT N> KT > 7
55 4 hi
(AT 4P AT
VA A A —F g
F ) &

E iR ZIr9 5 kg ik
10 (iR D& HE

IV FERA 7258
32 MR

| &
37 DRI R

IV DE & DA

VI KT

MEENTEE OEOHE | 138 MEEITEE THLILLIEIR - BOHE & ZDIE#E
& FEHIPE G- 17 fpysts - i E
(FEiTHE)

KB HEITED N F | 1L 5E iR

T =TV SER | 8 s

B« NT T NBN I T

KR

(HRAT 4 It

5_) 87

BITREORAELEH | 3. BEHHE, it
(hobEtt) % 14 HL=F>

< RARHHEETEIC LA IV =F L RZHE>

1. The Metabolic & Molecular Bases of Inherited Disease (McGraw-Hill Medical Publishing Division,

eighth edition)

AFETIZL, Isovaleric Acidemia, Isolated 3-Methylcrotonyl-CoA Carboxylase. 3-Methylglutaconic
Aciduria, Isobutyl-CoA Dehydrogenase Deficiency. 3-Hydroxyisobutylic Aciduria, Malonic
aciduria(Malonyl-CoA Decarboxylase deficiency (93 &) . 7'm A VEINGE, A F/L~nrm
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Fe I fiE (94 #) . L X VEeiMsE | A (95 #) . Medium Chain Acyl-CoA
Dehydrogenase(MCAD)Deficiency (101 %) (X, I =F U EHERHFHTH S Lt s
TEY ., FIIEZEo&R5EI1L. 60~100 mg/kg/day & itk & T\ 5,

LR O NRBEE R LT (B ET - Uy oNy)
AEIZL, =M N =F U REFEICIE, HA=F RO Gid, 22EEr Lo pEAED
[ 720 T2 DRESCH AR ISk LTI ﬁaﬁf“&)é TV EIVERIE | B K% O
Y HERRINE T, AERNHED OBRED =D, 50~100 mg/kglday D5 %175, —
WAET NV =F > DRZIEZIE, /v =F % 50~100 mg/kg/day BOoEgs545, S ag
DO EERBIWEFIK LTI, 50~100 mg/kg/day D 71 /L =F Afi#a 08 & OFIEHI 72 B OHE %
FREFRETH D | 7R EMNFEH I TWD, F/-, 533 E BRREEZ, s, &
HefEZR 712 B PR KL L LTUTO L ISR S Tnd,
carnitine (/L= >)

AV =F  RZIEDIRIER L ORBIEOEIRNIEII LA O G R odcE (RENEN

oI hary RUT~OIRAZRL, =XV —RBFIHLETHD, )

I © 8~16mglkg/ B & ERARPITEA

/N 50~100 mg/kg/ H % 2~3 70EILC, 1 H 2~3 B #E. 50 mg/kg/[El% 4~6

REfH] & & AT ERIRN 5 (Bck 300 mglkg/ H)

BN 0 0.33~1g/[E1% 1 H 2~3 [EIfE O 5. 50 mg/kg/[F] % 4~6 K[ & & I E RN 5

(£ K 300 mg/kg/ H)

EFIND RS SRR EE (W & 15

AREFITFMZED b OJe RAH B FIE OIEF & JRWEIFH HIY BT, 2 En0REOR
MEMAT-EETHD, TNENOEBRITLEOFLE L H DL, EUNILLTOLIITE LD
TW5,

AT~ UEEIE, 70 B VERIUE 72 & O Je R A WSER L EE, T SHTR A BRI K S I
FRZRET EOREBAHE B TIX, IV=F U BHIINETHY ., P77 ) —h L=
FUED 20umol/L % X LWL DI HN=F a2 R T 5, 0T aliEt N v AORS
JEBNZIE, &7 =T MIENRD bR WGEETHIIH 7 U — L =F A 20pmol/L
EEDLGEIIE. INV=F L OBEEITH, IN=F o5 EIT, RREECE--TEE
SETHLN, ANV=F 2 T AR—F—KBJE Tl 100~200 mg/kg/day. A HERE fiLIE
72 & CiE, 50~100 (200) mg/kg/day N BT 5, RZIKEEMFTT 255121, 20~30
mg/kg/day T+ Th %,

NEREER~ = 2 7L (R & G
AEIX. Vademecum Metabolicum: Manual of Metabolic Pediatrics (Johannes Zschocke, Georg F.
Hoffmann) DFRTH Y, ZWr, k&, WROED HFZFE# LIcHEETHL, ZofhT,
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EWREOFA|O—>2 L LT, X by KU THIZ COALEMNERET 53 X TOER
TlX, #/v=F > (50-100 mg/kg/day) Z x5, J 72056, (3L A EDOFEEENME, | &R
ENTW5, £, FRTORBREREO—2L LT, [ERESCHMANLIZED ., FRRAR
Wik (B2, IV=F 2 BARINT VY I UREEERE, | ST
Do

Z OMO/NEBHEI ORI R EBHOPIC LR GEOLRETIIRVbDOD, IVv=F
RZIESHT DNV =F GO AENEH STV D,

<FEHME - ST EEBIC K DN =F U REIE>

5. N7 uafpORHER X0 X0 EERDT (A7 - A X)
KEONSLTaBEOEWEROETIL, IV=F L ORZICL DEIWER%ZIET % HIT L-
AN=F  ORFAREPHERI TS,

<BINZ LA I N=F U RZIE>
6. FRIRENT N R 7 w7 FAR (AT AN AR e f L F—F T aF))

DAL D A GR 7~ b BARH) 2 FE F TOfFEMITHR L7 FoIETH 5, AFITBW T,

AV =F 2B U CIRENT O A PHE &K OEER e & L CTUL Ok 23 H 5,

M2 AT O & OHE

1) AR DOFEEOIE @ BITERFEICH N =F 2532 & BTSN T 5,

B R 1) 70 e [ R

1) ESA P& M DIE : 7V =F 1% ESA GHEERET D A[gEMERH Y . W v=F
WZE D 2R F U ROMENSGE LT & OWMENH D03, E OIS LTI 52T
VY,

2) DFHIE & DAREOIHE BT IC 20 mg/kg/day & FHET D L-B /L =F REN, LILE R
WL THERTHD ZEERBT LT VARBIE L CHET D, WIL=F EED
BT, O TREOT Y AR F o208 eJ 5800, SRt KT ThH
%o BEER 7B RT3 BUG LR WERIH K T & 227 D IAERME D DHE DI IS | L-
TN =F AT D D0 LRV, 9~12 3 H TUENR R THIE, B =F i3k
EFTR&ETH D,

3) HAKTFOHE BB RERE TR CTOIN=FT VOEANMETF L, BFICLDD
N=F BB T 5, 6, MRSEITICLY Lhrv=FRRrEINnd, Lz
BoT, BITBFEDOHHRNNDO I N =F REIMET LTS, BITEHE~D L- /1=
F L OBNRNBEGIZ L0 i, e, HRENEET DR’ & 5,

7. MEENT R OB OFE & A G (L)
D FIOFEMFIEL LTV =F BB F b, WV=F L ORZICEY I har R
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U7 ~OREHRBEAEME T T2 &, =3 F— R OREE DA U TR o B 73
Mg EMESNTND LRI TVD,

8. MIEBNTHEATHRFD hZ 7L« ~==27 /b JERBI « 5T T ABNCATZ SR (HARAT ¢
Bk K —)
BHTA L 7 D H & DOEFIELD L) BITHICRAET 22 OFERS N7 7280 |k
J. FOXRRPRINTEEETH D, AETIE, SIEET, BEILV=F U RZREIZ
HDHEVDILTWD, R, DiEE, =V AaR=F BN ERH 285513,
FRIZIB R A BT D, KETIE, FHETITENTRIZ 20 mg/kg, #H TiL 1 H 660~990 mg
BETDHLEHRESN TN Z ENEH SN TS,

9. BHTREE O & EHE (PHMESFAL)
BHTERE ORI E L E LS B> TV D, REIZZOMIN &I - FHEOFEFRIC
DONWTHERPSEEIR LI b D THY . TR | DETEEITRT 5 EEE & B
i, O LW MER LR DRldE I Tn5,
BIBEOIN=F T 77 A MICHONT, [T UL =F 3@ v, K
53 DUERET v =F ANTBEHT SN D T2 O MIRETRIIK T2, BT XV BRESNDIHE
Bl DI N=F U EIFEFEORTPHME S IZFEFR LS H5WVWTHDH, LL, hr=F
YDIXT 4 TINT L APPNEL THBTFEREDPRL 2D L RN ORI Vv =F &K
Tt53. BRATCETIAIAL=ZF LD )T I AREFT A7, TIAHL=F
DOIMBERENEMT 2 EEXHN TS, | Lrdsh T,
Fio, BELIGEL LT [(BITRFIC LIV =F o 25925 2 L2 L0 BT H ORI
ORI T, E R OZM & EERE AR, A, A=EREET, &) 27U 'Y RiE
NWETDLERESINTWD, D-DIL=F IBAMEIC LY FEE2RT 70, DL-AV
=FUEFEGTRETRY, LIV =F &0 (1~2glday) F72iEEAR GEHT& TR
12 3~20mg/kg) THLHT 5, | Ll TWD,

(4) ZERIEBFOZHEAA FS5 4 o ~DEHRR

FERARFEFIEICEH L COHA RTA 2 LTI Lz, AT, [# o F A~ REAC
PO L WA Y —= 0 FRBPREBOEERE ] BREITH D, £/, EZHTIEL. The
National Kidney Foundation Kidney Disease Outcomes Quality Initiative (KDOQI) CK[E) D5 A
RIA4 Mo D,

<ISERMHHRFIEICREHLCOTA FF 140>

1 ZoF A~ ZAEAILEIH LW AR Y U —= 0 I RIBEBOIBEES GGEIES) . RE
Bk v o HRLZERREES Bk BBUWHEFEEF2%
AKHA RTA 2 TiE, BN EBESORBEOFRINE TR SN TE Y, AHEERICH R
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WIETRIE O —RIEHEE LT, H=F 0fhix, aE8onE (L-rv=Fr (§
ERAEENOMENRNH D, RSN TR | ) KOEB#GER (TL-Zr=F> (30
~200 mg/kg/ H) ®EO#5] ) 12T 5N TW5D, £, NENRRICHIEHE ISR 5 1%
DIFAIE LT, AA=F 3, REEHBORFEFT IIOM PV =F 25 =8 —,
@QhNn=F L b T AT =T —F-1 KBIEIITERS LW, QL-IL=F
(30~200 mg/kg/ A, 43 3) . H#H - EEIRERR OB R 21T, QLR r=Fr&2E=
—. @QL-Z/v=F> (30~200mglkg/H. 43 3) LRENTWD,
Zo NEFEEE TlE. T A7 RACL DA V== VT TREEND 22 REDOH D
16 BTN =T IOV TRB SN TS, MRERLR T, —REDI V=T
RZIETIE, L-v=F > O 58X, 50~200 mg/kg/day, Z Do —kHEHD V=F K
ZIETIE, BEMICIE 30~150 mg/kg/day I EM O R, ZEYSUTEMEIC I 30~
150 mg/kg/day & RSN TV 5D, LLTFICHREZ L OER 2B LTz (F5-6) .

%56 JRETLOHL=F BB S A

BET3

bR

e

L TE ) TS

ATF L~ 1 SRR
JiE

TV =F & E R
RS TWZRWD T, Ak
TR L, Fi CoRE RS
BERT L, #EOSLES
200-300 mg/kg/Ei RO oY
G )V h VT /®100 150
mg/kg/ B 54 %,

TIV=F> . hr=F> (= )VvhlL
F®) &R OMIC 50-150 mglkg/ H
B9 5, 7V —=hr=Fromp
2 1% 50 nmol/mL (8.1mg/L) LA k%
HIEIZT D,

7w\ B R IE

AF)~<na CRILEDOES

v XY By ERIGTEATF L~
& ME OIRIEIEIZIE T 5,

B 7 FFT—E
IR AE

ERL,

ﬁ%éﬁ(w40wqa)ﬁ@b%
Wb, Br=Fo&b5, 77U
;}&Efﬂﬁxﬁf&mtkb\o%&i@

A 5 FRRMUE

F)v=F> : 100 mg/kg/H,
BEL ZRT 5,

F1)v=F > : 50—100 mg/kg/ H

AF)rnma k=)

L OO A Bk (T 5% T IE & [

FEWETE - KV =F eI L

7 U RIE RICEEMKICE D20 ) | Txhr=Fr (ZLhLFL° %
—&L. 7 F—3 XD | 50-100 mg/kg/ H 53 %,
fE%ﬁ/v:?‘/*ﬁ%%ﬁtlﬂ»bk
Lo

ERaF AT IV =F 2 D LEHOBER | EWEE BV V=F CIIEICK U

7B NAEEIAE | B, B L <IL50 mg/kg/El%a”:G Thn=Fr (ZVILFL° %
PRI L . (AR ARR) | 30-100 malkg/ F #2535,

~/VF T VII VR [ HCS RIE D BTEBTRRIE | v =F > : BhL=F CHREe

XUT—EBREE | AT A~ CBIEOGEN | LTIV =Fr2&57 5,
HNERICHEL 5,

JIVEIVERIVE | | IV =F 2 : ﬁffﬂ;ﬁ@{* & FEWIFEE - VAR 77 e (10 mglkg/

7 H. b L<Ik 50 mgkg % 6| ) KOV L b L F ® (100-150
IR 8 S (zl:ﬁgﬂ%g(mu) ° mg/kg/El) 515,

Y ///;;%f“ IXIEHR TR (60-90

umol/L) (2, 7V —H/N=F RS

% 60-100 umol/L (9.7— 161mg/L) &

;Egﬁgﬁéiv TR R % P
FET 2V -CoA | IV =F At : T 7 V=B =F RED 15 nmol/mL (2.4
WK A RE SR RAESE | mg/L) LLFIC IChRbRNE 51T 5,
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mRET >
-CoA M7k s
RARE

FHIV=F T T 7 U — Db =F A 15 nmol/mL (2.4
mg/L) LAFICARBRNWE I T hvF o) 28595,

—BARE R RHH 3-
[l N = SN A2
-CoA ik s
IRABE

DIL=F i . MHP 7 ) —h =T BN 15 nmol/mL (2.4
mg/L) LLFIZ7R2 b0k Hicd 5,

BIV=F N3
NNVET AT
T J—¥ || RIBIE

BDIV=F i : P 7 U —hL=F EE 15 nmol/mL (2.4
mg/L) BAFIZ7e 6720 L 9127 5,

TNV=F T
Av=F h7
21 F— KABGE

DIL=F i . MHP 7 ) —h =T BN 15 nmol/mL (2.4
mg/L) LLFIZ7R2 b0k Hicd 5,

EHEEAN=FT [ MR 7V =N =F VRENERGAICRZND 51T, L=
REHE (Bv=F | F ()L H/LF ) 50~200 mg/kg/ H % i é’cké RALTHE
VRT U AR—F | IR RPN ADT, L H 2BEY b 3 I TR S
L IE) kv,

ﬁﬂ/&ﬂ/@ﬁmﬁ | A =F>%5 :100-150 mg/kg/H Z[RFA =& %,

>R CE 1| 2EROER (R#IO 90 73 DTRE) TV =F > 30~50 mg/kg/
A (i iU H

)@H}@@#’“f? (F D% D 24 W45 D15
) L =F > : 30~50 mglkg/ H

7
f
e
F1 v

2. Guideline for the diagnosis and management of glutaryl-CoA dehydrogenase deficiency (glutaric

aciduria type 1) *°

2003 LK, A EOHEFZE N 1975 4~2005 % TO LI EZ ZHMC L E2—L, E5IZ
5D 35 fitigk T 279 44 DEE 8 Ek L CEERN Y v 21 7 ¥ a AT, £ b
DFEFRZE S LW EIRIRIZET DA R4 VDR ARI I, TV ZIVIERRIE | BIGHIZ
BN =F o EENFREINTWDE, ZOHT [V =F AT 7 V2 VERRIE | LD
BBF I EER G INDHRXETH D, IRV =F L RZIEOTESIZIE, 100 mg/kg/day
OO G Z1TV, G EITMF I L =F RENEFIREZROL I ICHET L2 RETH
%o 6L FO/NRTIE, @1 50 molkg/day O DIRGICIEE, FRISCAREND DT
mﬁw:%/@ﬁgégabfﬁﬁoJ%ﬁﬁﬁéhfwé

3. Task force guidelines handbook: EFNS guidelines on diagnosis and management of fatty acid
mitochondrial disorders® (EFNS : European Federation of Neurological Societies)

KRIA RTA 0%, BHEEVIEE - I b=y R TEREEOTET VA ZHESW-2 K &1
WxAMICREINTZLDOTHY | ARTME NEFHT —FXN—2A L RBEL =T
AEWELTCE LD, #HREINOIAEFELELTE, [IA=F U F T U AR—F—R
FIETIL, I =F T DAEC OBRIRIEEZ R ET 5, & DMEFITIE, v =F
VHFIC KD DB AR S5 Z LS TE D, AL AT, DR, B TOI L =F ot
BEICICHET DL L, | L- IV =F O EITENRD 510523 100~600 mg/kg/day T
b5, fHx NI, ML~V ZHE LTSS 2 & E, BHWERIE T &L O R L
FMTITHAE STV, 72, FEHT > /L-CoA ik BEESE KIBAE, —FARESE KIBAEIZ I
L- I =F o DGR N =F o RZ 2T 51DICAATH D, | Lt
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TW5, FHARER V=T > KZJE(Muscle carnitine deficiency) Tk, L-I/L=F > Dl
FEFEHNY 7V Y FENZ DREF TR THoTZERLINTVD, S HITRH3-
b Fu o7 2b-CoA /KA KABNE & F18HT 2 /L-CoA il /K SR I# 3 KABSE DIRRRIEIE
FUT, xRS S 2 &, mRK e, KRE&EZEAX, RNV =F  RZIEE
Bi<leDiZ N =F L OMAENFEHTH S, LiificnTND,

B DOTA RTA 2>

4. CPG and CPR 3.3. Using Pharmacological and Nonpharmacological Adjuvants to ESA Treatment
in HD-CKD: KDOQI Clinical Practice Guidelines and Clinical Practice Recommendations for
Anemia in Chronic Kidney Disease®
AAA RTA Tl BIEBRHEOEH OB MOWRE TO L-I Vv =F Oz 5T %
TETFURAFIAT S THD ESNTND,

6. AMTORFRRR (BFE) RUOEAREIZONT
(1) EEZRRICERDIEBTORARERE (BE) FITOWT

BT EREND ORI TRROLEBY TH D,

1. b OEEE

2006 /- 12 A 11 H : BAERRBRFEFS X0 — )%k, RV =F U RZIEIZXHT D
e « R UTHE - HEZEOKGEFH - BA AR FEOMN 4 2557 0 HEE
%52 E

2007 4F-3 H 26 H : fHHiE N B A/NEE P2 L0 RO BELEE 4 25,

2. [EATIE & Otk

2007 4£ 2 A 13 A : JEAEEE I BREEMC IS < L VT U BEOEISE R L OV -
MEOEKRFEHE - EFEHFZEORIFICHOWTHRZHG L, BRoRESEICE LT
REAZZ TN OIEEEIT- C& T,

RATRIE « WISHNEOMRFIRIG L7220 | AEIOERHEHICE S,

7B, BAROKBHEFE BT, “REINV=F U RZEOTD 2 FE (Ferd @
MIER KA F o~ v CRRIAE) OB Z/RREEE L TRELZERIL, LToLBY ThH
D

MR, DRBITKRT 2 AR O A ML 2~ < REBts S iz, —H T, v
=F URZIEICKT DERIL, U, ~REIN=F U RZIES~OELRIIHE D 2L O
DRI NV =F o RZIE T 2 AR B T IE~DF - PHIRED & DEE N < |
RARMIENLENTZ, ZOX I RYFZNOLIN=F V REZIE~OBIEORFTHZ Bth L.
AF TR RIEHENE S RNV =F U RZIEE L THREREOH D 70 vt
g ME K DN A T b~ v URRINE 2 XS & L TGRE LT,
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(2) ZEENRITR DA TORRKHBRAER VERRERARREIZDT

B T ERFHENLDOHMITTILDO LB TH D,

1. SR EBR Ak
PR/

2. BRIREH e

(1) 1 Ak A
AFKNE 1990 4 3 A 30 HIT/HKRS SALCTLARE, 10 FH O A pETHAE A 1TV, 288 il 2 N4
Uiz, B L7= 288 oD, T5RE - ZhERIEBI) 13 86 il T5hRE - ZhARLISLDJER]) & LT
1% 202 BIBSEE S7ed, ZniFE—kE, ZIREDO IV =F U RZIETH -T2, £ O
HAEROERER - JFEIX, N7 aith N v sE7 =7 0E (79 F) | 18
PEBFARICBIT AIE I V=F MfiE 2341 . I b= FU 7HKAE (18 #]) . OTC K45
JE (14 ) . CPS KABSE (6 f5i) . ZVZAREIRGE I B (4 f5]) . ~VF I ALK
7 —BXREIE @H#) RETHY, ST afE) N UACKDET UE=T ME~OMEH]
MEPEHLTEL, WNTEEBARICEBT 2KV =F VIFE~OERNZ -7 (3 6-1
ZH) .

#6-1 FHHABGERE CINE SN 7 a B4 VERIIE XTI A F /L~ v ERISE LAS O REF]—

BEL

iz

HKFROENRE - DFLIANOIEF ONGR | FilEk | AGROZhRE - SRS DOFEFI D | ik
MER

s raEr Ny R AET Y| 79 | EAZ =R AR | ]

=7 MSE PRIE

BYEBR2ICBITAEDL=F | 23 |IErv h—v2AET7) | 1

JiE IAE

2 ha v RU T ME 18 | Fhrumih CBLEEREOKTF | 1
BEUN

OTC KHJiE 14 %F&DA C FefbBEERHE 7 1
FRAE (—iE )

CPS KHHIE 6 va 7V X — VB IRIE 1

7V ZOVERRIE 11 Y 4 | Complex | RABIZ XL o m#Lmam | 1
JiE D

~IVF T H VIR F T — B RAEE 4 | SR FLEA e 1

A Y EHERRME 3 T VIW-CoA TNA R —| 1
BRIBIE DB

Leigh fME 3 | A7 —BXREE 1

TV E VIR IRIE | A 3 e UMK REERREE | 1
DEEN

BEME T )V =F o RABIE 3 | Gl B B bIEE OUGE 1

AV VR IRIE 2 | JRIKASBH @ metabolic acidosis 1

A—=Fvnay FRIE 2 | Se R A R E 1

VAT ETHIE 2 HIV=F U IRZHE 1
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I e A 2 | L =F o RIERSE 1
BMENRIE 2 |~k =FrxkZ | 1
JiE

PRI EESEIE 2 | RVEI A NRNT— 1
BT E=TIMAE  (JFIKAEA) 2 IATu v R (E) 1
HEH T > L -CoA MKFBEER RIBAE | 2 | IREIEMOATIE 1
e

T K VR IRIE 1 T A JEMERE 1
IR ILIE O e\ 1| IR R 1
(Neonatal hemochromatosis (= X % It

ARA)

AF < VEEDEE 1 BT =T MAE 1
CPS 557 R ABIE 1 | & 202

OTC: ornithine transcarbamylase, CPS: carbamylphosphate synthetase

SEIOFEENFIARD AN =F P REZIEDH> B, KRFO [V TFai@F M) U AZL D5
TUE=TME] & TERERARICBIT AR V=T U lE] & [ZoMmohv=F K
ZHE] L LT, ZofoEEE e RMEABHEFEECLDIINV=F VRZIE (Frs
VERIMAE, ATV~ v UEBIEE ETe) | & LCHER IR, BITOREEBZ 556
DWTHER LT, 7eds, PR ERGLHEHD 35 il 1 BFEHRGERHAO 12 filxFxR< 241
BUZDOWTHRF L7z, £7o, RE kg H72 0 OEGEIT, 1 B EE G &% 5 F O
PIRE TR L CHHE L7,

ZOFER, L-v=F b & LT 60 mglkg & #82 TG SERNE, [ RMAH
BRI LD I N =F U RZIE) X, 169 1D 5 B B8 i, [Z DD /v =F » RZIE]
TE72HD>H 3B THoT,

3. AFITHK

[ (1) BEACILEGER, KYERERBRS OARKR L E L TCORERN (SRR LI-R%EE
ATV, PubMed IZ THRIEA ZskaE & L, JEGIRE L OVE5E « 2G5, HAGE CHsk 4 %0 L7z,
INHDHIL, IN=F U HEORENH HCHE (W 200 #) ZfET2L. L-hrv=Fr0
BeHEIT, MV =F 2 RZHEICIT 100~400 mg/kglday, 7 V& VERIMSE | FLIZ1E 100
mg/kg/day, A Y EEERMEICIL, MPOT AN =F L OEEIZE - T, (KEE (0.8~6
umol/L) Tix 30~50 mg/kg/day, @i (21.7 umol/L £ C) Ti 100 mg/kg/day, 7 v &4 g
MfE K A F v~ v REiE O BPEHNZ 1T, #ET 250~500 mg/kg/day, &HITAHIZIT 100
mg/kg/day & #HESILTWD, T rEAVRIE, A T/~ v CERIECSN OGRS, TEIEER
BEFIETH RSN =F U REDELCLTWEDN, — RNV =F  RZIEICH T 7
W B (30~100 mg/kg/day) TG L TWAHMEN LV, KFMOWEIZIW T B [ERROMEH
DHEZR SN DA, H1I2IE 300 mg/kglday Z#¢5- L TV AIER S BHH7-,
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7. DHBEOZELMEICDONT
(1) EERARICERINEANZBTEZIETUOARVARANIZE T 2EMMEORESFMIZD
LT

<ZNINTFUEE (LRI =F UHEAEY) OFMEICBW T LRI =F 2B 2 Uk
WD Z & DT ONT >

TAANTF EEDEET X VARV =F e (i) Th o, W CTIRGE ST
WHII=h—)v (7~ - ZUft) OEERIKNEANLIL AR V=F2 (7 U —K) 26
Ay e LTn5,

AEIOEALIIC BT D AR FHICBWT, 7 U —{RIZBT 2 CHkEEZRILE LTHWD Z &
DATREINE D DT 1T - 72,

FT. Sk e 7V — ROy B REA B U BRI E L R LIS, "o ieho
776

Wiz, Bk & 7 ) —KENZEN CER SN KD BRERBR O B2 i+ 2 2 L 2 REH L
e, In=F L LTRCEOHE & 7 ) — (R E2 B LR RII AL 63, £,
5. (1) ICFi#kL7zEBY . IN=F VIIERBOBRBELRT 00, Ir=F L
TR 2858 CEME SN - EYERERBR ) D3 SN ENE T A — X 2R GBI L
TS 2 Z LI Y TRV EBB LN,

Wi, B & 7 U —(RKORMEME OBERI D & OIEHMEO R 21T o 72, — IR 0 &% 51
DY TR L= ICHEE LIRS NS0, Bk E 7 V) — (KO FERIH S lEHE L 7= h
N=F o OFENRE (WA, An, ARG, JElD) ITiEEN W E B b, ENRELD L
FTHE, BERIOEHEMBOMEICL D b EEZLND =D, HithE 7V —(KOREED
ZEZOWTHKRF E1T o7, 7 U —KOEEAITH 5 LRIV =F 2 BEDOEEHFER OB X,
USP T/Kk 900 mL, 75 rpm, 30 23 Q Ei% 75%* & S TRV, 727 U — (KD EEH] & iE#l
CIERSEERRESNTHDZ EnD O 7 U —~KOEFORHITESHTHD EEZ DR
7o A T o B v 1 VT 2 BE 300 mg DFE BRI, B AR5 544 = 38 5L RS T 7K 900 mL,
50 rpm, 30 43 85%LL 4T 0 | Dy ALK D TIEITReT 0 E ST H 72,
FERIDN D DT HTHL N T D L BEZ b, WHRER R D720, BELREHIR
ARECTH -T2, HALM ORI S OEH E 7 V) —(KOFERIN S OEHIT E BICEIFEE 2
bz, INHDZ Linh, Av=F L LTHEOE (8) oflbme 7 ) —(RoRIIZ
FETRWEZ 2 O, WSO 7 ) —RIZET 230, T RICEWVHREEZBRE L,
FHEICIER & B LB T,

(B Ar=F L LTCOETHRET DL, 7 U —{K100 mg &AL 123 mg (IZFEYS 95,

<HNEE + R DONT>

BUE, BAEIZB W TEARBIN TV L ARAOREE - 2hRI%. ERUERBRFIEDO S b7 r Y
FUBRMIENR A F~a UBRIJEICRBIT D LRI IL=F U RZDHEL > TWE, —H.
HERIBNTE, =D N =F o RZIEKRNEDOMD Z IR NV =F L RZIE] L7255 T
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B, AINV=F U b T AR Z—BEIEEO—RED NV =F L RZIEITMA T, ANV=F
YDRZEET D I 0 IR R I E S HE A O B MR OFBHTIZ L D ZIRIED
IW=F U RZIEIZOWTHHEICEZILRT 2 Z ERRD TN D,

ZHUZOWTIE, £7. SEIOKFEFEDORG L IR o>To2h6E « AROILKIT, AFNZEET D
SR RAENICBIT D BRIV =F U RZT IRIEDO R IE, MENIGBREICER L
e “Tubed =1 OERSSA~OPEH, “Tr A= b DI har B T HEREORGE
K OBRIE) OFIPHICE F4v, MK EIIBEMONE LB 2 bz, I, —HBOMEILH
L5, KE - EKE - ME - LAEIZBNTS, HERH S TZAHE - 2IERICET 2 HEIE RO 5
NTEY, Fio, SERMUEREHRFEEL ORI IV =F  RZIEIZOWTIE, ZRICEET
LEBEICERS BRI EFEICLEREPEO O, 612, ERNICBNTH, BEZOREE -
IHENCBET DIERISRE DN H 0 BRRFEH O TN & 5 L BO L DHIED, R AEIC
LD N =F V RZIEIZOW LIRS BER ST 5,

<MHE - HEIZonWT>

BUE, BOPETHER SN TV D AA OG- EIX, @5 30~60 mg/kg/day (ke L) &
o TG, —J7, BWEIZBWTIL, 1 HY72Y 150 mglkg (ke LC) F CHIRHE

THIEBRDLNLTND,

ZHUZOWT, KE - E - AE T, AEY 7 OHEEAEO BRIV Y 100 mg/kg/day
(ZV =KL L) IZRESNTND, B, ZNUDLDETE, AKX LTIEL VKN E
FRED, REICEIORVWHEDRESN TN D, (RADKRES 65kg & L THE LI-HA.
RO EREXI VDRV EICHY T 5,) RETIE, HSEHEO ERRIE 200 mg/kg/iday (7Y
—fkE LO), MEHEHTHEE IS L UIMAEICE S 1gday (7 U —fKE LT) ITRESNT
BY, ETIERICE - THET S Z LM R RERER2IZIT 7 Y —/F& L LT 400
mg/kg/day £ TOERGVRRO NG5 H D, 12720, BKRERZHRE L2 OHEET S Z
&REMMNC AT, A ZY A | IER L =F IR R OV ORI L £ =
Z—F5HTLLINTVDZ L, KOMEENTREDIRAIZEE L Tk, Iv=F > ORI S
ORI CREERER EORRENE LN TV EGEICOREET2EOHIBRRH 5, £
7o, IRICET D EFEAICE A e BB ES Tl #5595 LREE LT 100 mg/kg/day (7Y
— k& L) OREEPRD LN, ENOEFRSE TIX, BEEICEIH D, BEOERS
B R (60 mg/kglday, ik LC) 21 CTHE LIZFRENRO b D, JeRIEMHIES
JEWZ XD AN =F V RZIEIZHT HENOBIETA KT A4 BN TEHED ERE LT,
KEE COHEEH EOFRMAN—MEN L0 Ovmn G & (kL LT 200 mg/kg/day) *
TRENTWD, T, AFOEHMEREICSNT, BUTORBHED ERZHE 2 CHRE
SNTIEBIOFEMEDOFIAE RIZ TRRDOSZED LB TH D,

<HBE>
R TEIC BT AN =F U RZIEICB W TCHITORRO HELZ B 2 THE 5 S L= iEs)
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DEZMEDFIFREFIILL T O LB ThoTe,
TRMERMBEFIESFICL DIV =T U RZHE (T a B4 VBRIE, ATV~ n U BBIEL &
ie) 186 BlDOH T, KEHZ Y OG- EPFRE FTEE 169 HiH (ki) & LT 60 mglkg ##8 2
TG SHTERNL 58 fld . FIHUEDS 11 6, o 26 fi], LoWE 10 i, R4 4 4,
HIEREEN THITH -T2,

ZOMDIIN=F L REGE ST aig) N UL DEmT =T MSE R OE MR A4
IZB T DI v =F CASE) 102 FIOHF T, (KEHTZ Y OG- ENFHRATREZR 72 FlH, ML
¥ & LT 60 molkg Z#8 2 CHESNIERIZ3FH V. 1 FNIFWHLET 2 HlITLETH -
770

(2) BEENBICERAINEANCEFTEIIETVARVEBRANICE T 5 REMOMREETMEICD
WT

S OHEANZ BT 2 AMHAFIZBNT, 7V —KIZBET 5 CRFEZRILE L THWDS Z &
INFIREINE D MOFHIOW T, T(1) HEARIRDIMNEANCBIT LT 2K UH
ARNZBT 2HIMEDOFETHHIC OV T IZREH LT,

1. ERNOHRMASCECB T 2RWEHIZ SN T
AAN O SCEICRH SN EWERIZLL FO L B0 Th 5,
AR AAER] 293 B 9 1 (3.07%) (CEIEMNGBO HILTND,  UKIBRF L ONFAFAHE T i)

FEEE 1% AT
AL BEARIR, THI, BRE, IR
ZF D BEETEIE, MR, &

2. AN DUASCEFIIB T D
WA O LRIV =F BB ORA SCEF ISR H SN TV D ENWEHE O L EMEFRITER 7-1
DEEBYTHD,

KT-1 WS ORMSCERIE DS O

R4 BRI %
< K[E> < ADVERSE REACTION >
CARNITOR Tablets L-XIEDL-AN=F OEMICOIE D RAICE Y | —@MEoE < & ONaM:, g
(330 mg) TRIEIE, ROVFHI & W o Tofk 2 2R BT L AR 3 s ST, DL-b
CARNITOR Oral =FUERA L TODIREHIERE DK T, BEOHEIENRE SHLTVD,

WAIZH > LTz CARNITOR (LR L=F ) REIEANC & 5 HLE R ORI
multidose) TERIZ, B2 CTIRAT 5. UIART 2 2 LIC k> Tl 5 2 LW TX
CARNITOR SF Do REOMPWREIZE Y, T CICHEN TV D IEHA & B U 72 (R R UTH LB ER
S Free Oral DR, ITHET 2, BHEBAL TS LA, ROMEE L7-%iT, mH
ugar-Free Ora FEIe s RIS T o 8t 2,
Solution (1 g per 10 mL | 4 . I - N . .
multidose) %E (seizures) DEEFEDAMEIZ v &P, B0 UTERE LR
TNV =F AL DIRFEHITHIE (seizures) BWAELDZ ERH D
L EISN TS, FIE (seizures) DEFED & 5 B TIL.
FEAVEBEIE K OV SUSTRE ST 5 & OMEND 5.

Solution (1 g per 10 mL
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< H[E >

< Undesirable effects >

Carnitor 330 mg RHIOLARD N =F o OfR A #5 Tk x 7 h 5 O EH IO R
Tablets R E SN TND, ZibiE—Rei7emt 2 &0MaM, IR
RTHE T,
BHBOBET, BAELTWDEE, EAICEET 5 BHF DK
BYITHEBEREZ UE LI UTE RS E 5,
AREIL, BEORYOBEORCH®EA NS ETE I
BILE=F—FHXETHD,
<Jh[E> <EIVER >

L-Carn Trinkldsung, 1
g Levocarnitin/ 10 ml,
Flussigkeit zum

EIVER ORHmILLL T ORBSEE HRE 2SN T T 72,
Fig &b T = AEEE - 1/10 DLk
I AEFE - 1/10 R 1/100 LA E

Einnehmen (A < 1/100 A7 1/1000 B4 -
£ ¢ 1/1000 A 7>> 1/10000 LA |
s T E 4L 1/10000 A F 7= (34E E AEH
T LA REMO H HEIER
—%iZ, L-Carn NIRE DO AEMITMO CREFTH 5D, - T,
VARV =F U ORIWERIZ. ERICLBIEINRN, LIRS
N=FORA%. FRCEHETIRA LRI, FAUTEDL,
R F 72X TR EEDZ BB D,
RIRR IR FHIE D BE TIEL, FHUCHESEDIREN 2 BT,
FFERTRIER TlE, VARV =F 2 O GZ I R AR N1 52
SN ERH LD, BEHORIERE & OB M IR S v/
Mo T,
2D XS AT, L-CamNIRIEDO IR 23 <lizfik L, BAED
IR TIEIZOWT, ERIEMHRT HZ &,

<Jh[E> <EMWEH >

Nefrocarnit Lésung zum
Einnehmen

BIVER OFHIITLL N ORBUBEE IZESN T To 72

b TR (>1/10), EAEEE (> 1/100, <1/10) ., {E46% (>1/1,000, < 1/100)
FN (> 1/10,000, < 1/1,000), HHTEN (< 1/10,000), #HERH (AFEF—
EDORBBBEDOFEHNTE o728 m),

EAEEE (> 1/1,000, < 1/100)

VIR BNV =F B @mE OB 1-3g THES L2%Iic, REE TEL K OIE
23580 HivTz,

Wi TEN (< 1/10,000, EBHER]Z &)

VARI N =F OO TERNREE 512 £ 0 15D T F AU FE R IEL L7, Feig
WEOBHE T, CEORBME L N UIHEEEN ERT5 L 0RERD B,
WO TENIZ, BARETOEHREGETADL S RERNERT LI LRnH 5,

<ALE>
LEVOCARNIL 100
mg/ml solution buvable

<EF LL RWEIRE>

L- v =F v Oit e 512 BT 2 B E RIS ShTnin, SR
BEOLFE UL RVERNT, Bl Mg, FRZzE, BBcET2b0TH S,
FAENRLAHD 3g%BAD L, RRAKRE (ROEWV) BELZBANDH
2,
1997 4 6 H /25 2003 4F 6 A £ COMMITR D5 %251 7= 519,798 £ D BE
A N TESHC & B35 %52 1) 7= 136,595 4 DABHE 2 x4 &+ 5 R O EHK T
=4V U EMWEEIC I, BE SR TTLIEFIO 9 b s 11 44,
R N HETHoTz, THLOERE L-UV=F » DFERE ORIZIE, 5
DORARLAEH S 2o T2,

3. AR o e rERTh
it F B A Tl 42

PEIZ DWW TR, 288 BTG DT T 9 B 15 EDRIVEH 23 s
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Shiz (RITERZBUERISE : 3.13%), £ D 2 HIH(LEREE (AR, T/, #RE, &5
BZiE) 28 4 B 6 R b Z o=y, TS OMLEREIC OV TIIBEICHERH EOEED
BIEROHIZTERH I TV D,

SR DOEENFIARD IN=F LV RZIED H b, TERERBREIEEICL DIV =F K
ZIE O\ aEr U AL AET ST EKR VBB RSICBIT KL =F
VMLSELSNDOFERF], 7 u A CRRILE, A~ u CBRIEE &) | RO TZFDfo L
=FURZIE Vv Talpt N DAL DET =T ME R CEEBARICBIT A
TV =T MdE) | O & LT 60 mglkg & X D F 5N IT 2 BIVERFBUR UL T
DEBBY THoT,

< RMERERFIEFEIC LD NV =F RZHE >

BEHTZY OFRG-EVRFIHEATHEZR 169 fid, Wik & LT 60 mgkg Zx THE5- S
JEFNL B8 Bl 0 . Z DN, O LIVERENWERIZ, 4618 T, 16N [Tl TG
D24, LENC TEEmEE] TRAEER] 0% 24, 1EIC TifR) © 14, 16 TFE
FH OLHFETHY, WITNHEEHOFERTH 72,

<F DD T )V =F R ZIE >

REHTZY OG- ENFHRATREZR 72 IR & LT 60 mg/kg Z #8 2 TG AL SEH]
X3 Bl o7z, BHERORED B TIEFIL e o Tz,

k. HEARGERA CIUE LCAER o T, EEHSRLE LT3R CRA) 25 1 fildis
SHTWD (Bhee - IR, FliE - HEAOMER) 23, &559 10 F1%I2 1 [\ O HFEH LA
Bk HICIEE L TWD 2 & k0 AL OBHEM IR LFHE L TV 5,

AR OEG D PRI NDAN - IR OBEELE AT 2 EBF IOV THRE LT,

288 B DL EVEMNT IR D 9 B 15 ki O/NE~DEfFIL 208 HlTHY ., ZDOFT 7T
% 11 FEDORIWER RO BTz, 208 #iFF THIR « ShIE~OFEHFIL, 133 flTZDOHT 4
B S HCRIER RO G, WTNLBEER DO TII o7z, B b EERIL,
[N 28 240, THEEIEZR ). TifR), THREE) AZEhEN1HETH o7z, I - Shii~D
fEE 133 B> 5 6, (KEY Y OG- EHFHE ATEE /R 106 1, k4 & LT 60 mg/kg %
#8 2 TG S AV ERIE 40 3] (62.5~406.3 mg/kg) Tdh -7z,

Fio, BEEZAUT 2BFICRT2HERAEIL36FIH Y, 20T LE 4 HORIVER NG
DHNT, WO OLNTRIEMIZ TEmFE] TREBOE] NENEN 2T, WFLbEE
BV Ty ClsIRiE TR CThoTo, Fio, BETEE~OMERAFNL 23 fild > 723, &l
TER DY B AVIERNL 72 o 72,

EREAE G AE LLSR T 1990 AF DS TERIARLARE, THIRER (IR L7z B8RRI 8 1
8 THY ., TOWIHRITIZ, CKEMN, sURHML, PEgsHm NOS, JTEEE, MRk, CPK
My @7 =T M (3 1) T, WFhbHFEE TH -7 (IIRIIMIT~TRA),
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Lo T, SEIOBEBENEIHRD THERMERBEFEFICLDINV=F U RZIE] X
[(ZDMDIN=F L RZHE] & FETE DIEFNLA2V, 60 mg/kg 8 2 THE Sz
ZEDHERCE DIEGNT 2 B 2 TH Y . ZORIWEROWRIL, CK BN (k¥ & LT 98
mg/kg) @ 16 14EE ., IFREE ks LCT136 mglkg) D 1#l1{ETH-o7- (Eiko L
B0, 24 bR - FEEE),
Fo AR - HRICROONTZRIEMRIL 3B 3 CTh o7, B BIIZRIERIZL 1362 ) TCK
Hhny THFREE ) <, Wb B RER Clizlfi T Thotz, £z, BHREZES
OF 9 2EFICRIWERIX TRy o 161 1 <, \EEEIT &% i EE) ThoTo
(BRBRL - BHEA),

LIk, ZHETH L 10 ER O FHRE TR AR R & BIVER - JRYWE B Je s 2 A Lz
RN DI, SR OBEENFIIRD WV =F LV REZIE~DOEL- O b & LT 60 mg/kg
A TEE SNIEFICBE LT, MEZ R 2 RIIMRE I ThienbnEE x5,
Flo, VRAIN=TF D7) —REEADOBENOBLENGIL, Kk KA TEER
BERADBEL T RWZ b, ZeE BEITREZLEFRVWEEX D, BT, %
IR SR OBRBR A AT 5 BREICBVTY, BIEZRB T L0130 EEX D,

4. STk

EHBEO N =F G DEWERICOW TR, CRR Lo v =F o &5 HAEN T
TV D H) 200 MOTEGIRE OH T, FLak STV D SCERIZOW T 2 P L 72 (&
7-2), [T 341 (3% No.1~3) *%  Tshgl/faR ) 16 (BEDH D WVITKRIET VI =
LRIEIE 5 CEL) (F Nod) B, [ h—v AL OMRBEEAL) 161 (% No.5) D&t 5 i
DEINTND, 2D DIEFRREIZIHT HEIERIZ, 7V —&& LT 300 H 25\ % 200
mg/kg/day D5 THRELL TV %23, 100 mg/kg/day Rits THREL L TWDIER s ST
Do o2, REREDAYTERRERESTZ D OBRGEDDNL WO EfERHE L
BIVER OBBOFAIZE L\, Fichv=F &G CREL D [TFH & aR) 13X,
T =F o O¥ 5B X VB OMIEE OWRIE L EREICER L TWDH EEZ LD,

72 EIVED SO S U7 E i 2
No P& B4 B OYE B IRFREL D FHLUTRIER & iR)q
T =F G E
1 | E8HT 2L -CoA MK FHEREFR K | 11 » H s ThERHIFR THIO=O I =F
BIE, 2 » HinoOL i, BER | B, L-hv=F ® % 100 mg/kg/day
2, HEEWE, 148 CIKE | (sigma-tau) (300 2R
HINR B, F&EIEE, 1TV | mg/kg/day) .,

Bk weakness, HESIGE. /)
SRYE,

—RMWEIN=F L RZIE, 3
» R B, S, DT v
A b FFIER R OVLIERZ: &,
6 % HTH oMM Re, 3k
FTHE,

2. DL- L =F
% 4 glday K OMEHERG &

(20% 7 2 Y —) %
16, D%, L-Bv=F
Yl Bz (2 g/day,

BIVE & LT RHED 2
mHo., TnEh&Es
A RIS
L. Z0%itOEb &
IR L CTHEIIARD
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3ENZHT ),

ARG,

A YV EHERRMAE, 5k, &
M-, fEAR, R, REA JE1b
BH M T OO AR, B
DOIKMEE, &7 > F =7 fE,
17 » H il CHRERE & B
JiE,

100 mg/kg/day = 1 H 3
o TG, 2 # A
#%121% 60 mg/kg/day (=
B, Z R 7 HIRA,

L-hv=F DOM—D
BIER L LT T
Fi235% 5753, Amphojel®
UKL T VI =0 A
ZFOVELED OEEC &
DEERSY v g

—WMEI N =F U RZIE, 4
4 o HORKIE, FEFFR S
G, R, WErE, BRI H.
HEDOHIESE, LR,

L- 7 v = F v
(sigma-tau) 660 mg 3
[F]/day,

2 [E] D PR & YR E | R
VN, BRZL R f B NER
LT, R
EMER S CTIHRKL
7

TH VERIE 178, 3.5 D
RUHNFRELIR, BRI,
M, it AR,

URTZ7 7 EIRE,
Lioresal ¢ 5-732 £, JRH
Tnv=Fo7Ta7rA
LA IC 3.6 g (200
mg/kg/day) @ L-71/L=
FoHh,

rh—3 2 LR EEEAL
TTFX A br—RAH
Fe IN=F  DIEIK
M - AR EER
ELTUBBEAIN
MmoTm,

bz vt In=F rFEICIDBWEMII TR ZIZ LD &I DHLERE R URRT
by, TORJBEIMHTHY, WL =F  ORESHEI L EAREG TREMAS L ETHEKT
HHbDLEZ LN,

(3) EE2RRICRAILMBFOZEMEICONT

—KIE R ORIV =F  REZIEIRIRA~D T =F  DEFIC VT, BN T <
DEFAMFTEN i S A, TR E PRI LD 0 | B EOLEMERFED Bt TW 5,
W Cik, OKRE, SEE, ME, AEICBWT, —EEHOBEWITH 505, —RHER O R
AN =F L RZIESDOEM TERRIIRREICEN SN TWD, £, AIV=FrOHNV=F
VIR ZIE~DEGER TOMEIZ, The Metabolic & Molecular Bases of Inherited Disease
(McGraw-Hill Medical Publishing Division, eighth edition) <L > L /NEEVE  JREES 17 hR
(ZBET « Uy ) FEO/NRRE TEL REBRE, KETHIRFEEL L GERSh
TV D, ARELTILERL 15 D DRFER IV 7 BB S MR RoTH T A
~ ZEANIEI T LWAR 7 U — = FRIGEBOIRREIEH QREfREH BMER I, 2o
MTH T LAY ARI Y == ZIZXDHERIND 2 2 FRENTER SN TWDLIN,. ZDHH
8RB THN=F U RZIEEZET DI ENDN->TEY, DV =F HRFIEIC OV TR
ENTWVWD, EHIT, Bk T Guideline for the diagnosis and management of glutaryl-CoA
dehydrogenase deficiency (glutaric aciduria type 1) 233 7E Z4u, 7V X VERIRAE | BRI IZ IS 1T
HAN=F o BENFERINTND,
PR LTENENS ., ELEDH > T23h6E - R K OHE « HEIZHOWT, LRI =5 8|
DEEIZHAN CARB I VERA SN TWAE Z L, IL=F & L TILHETZDOHIMEIZONT
ZHHRESNTND Z & BEHENLRHARIESTA RT7A VETAHN=T U RZIEDIRFIE L
LTHN=F URRPET N TS Z & AFIDBEICARE S BEISEUA THEH ST
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WL LHEABEAD L, RAHEFEET LI EIEIRYLEEBEALND,

8. ik - WRRUME - FEEORMORAMIZONT
(1) ke - HRIZOVT

BUTOURA CEDOREE - WROFTLHITILLTO LY TH D,
<BUTIRT CE >
PIEREAIES
TEIRBIZBITA VRNV =F L RZ DSE
- 7o B4 R MLE
« AT UPRINE

EEHEDONEE « DROTHIZILLTOLIICT NN &2 BN,
< BRI SCE >
Zhie - R
s BN =F U RETIE

ARERD 5. BEENFICR D ERNSOREKCH « REZEICOWT) T6. RETORFERI
(BfE) ROMEAFEREIZONT) KO T7. NAHGFEOZEEICONT) TR X 51T,
HN=F V REJE~DAN=F AFFTE LT, VR B =F AR I CTHEGR S i
HAENTWAHZ & IN=F & LTURETEOANEIC DN TEEHRE SN TWND Z &
PEARER IR ESCH A RTA VETHN =T U REIEDIRFEER L L ThHV=F UfiFTEnzs
LBNTWVDZ & RKFADBARMIZIBNTHBRICAR SN IEIELS TR ST Z &
REMNL TN T CEEDOEE - HIRIE. BRFENOOELAD LBV | DR R
LB IN=F U REIE (WV=F v b T AR—F—FEIE, AR EE, BV
RBREIER L), QB RMEZLSLIC LD IV =F o RZHE (IFZE<°Fanconi syndrome7s
E) . QEFITANRRETEZ DNV =F  RZIE FERMELEN 2 L) ITHERT L2 L%
BB, BETIE, DNV =F U RZIEZ T COEOMD ZRMEI NV =F L RZIE]
EENTWDEN, HIMCBWT IRED NV =F V REZEDERD RS> TNDHR L, i
B BENDRH LT, [HNV=F U RZIE] EHETDHIENRYTHLEZEZDBND,

722U, WS ERD N =T I REZIEICE U TR, BRERAEIR « BEAR IR e QN p L = o
REXOIIN=F 7077 A )Vig EORAER LR 12O T, [5h6E - 2 RICEIES 24641
FOWE] ICBWTHERBELZRITHI LICXD . BHIRRZMHE ALK ZR LT 5 2 &
mLEZONT,

(2%E)
BRI CEHER N =F U REZIENHLLND DI RINEHREICL D2 b00n%£L | #
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BT DL DERTHIN=FT U EEOFHMERREINTND, 2, XU T LT AR
IV == IREBERTHZEICED, SBICEL O RABIERFIENFE IR
RENDZ ERW/FEIND, SRR FUANDFRIRTRIET A2 NV=F  REZIEDH IR
LThRL7eneEEZBND,
HIV=F U RZDREERIZ) Db ST EER L =F L /RZIETIT, KRIILEREIC X D&
HEZR CAEMAZE N TERIER 2 2 L, BEE TR W RIEGREEL T N EL, £+
DOIEFIITRIAD I NV =F AN N L 72D, DX D RFHN G, % RKEZRS
PPE RN EHMEPENT 72 ) OOV =F U RZIELNRBICINZ AL LEETH D
LEZ N,
(1) AR FRA 7258
[—WRMER R RN =F  REIE] RGNS ETHEUTOEEY THD,
BNV =F VIR ZIEEZRIETARKIER > T THFOERIZIWVTNLFEEETH Y |
NNV=F e BT HHEBETHD, TOBENDL, 3 DOMSEXEIT 7=, @
BERRMEFICLDIN=F U RZIE (DNV=F > NT v AR—X—FHGE . AR
R EIE, IR R EIER ) | Q% KMEFZSFMIC L2 v=F 2 RZE (IF
fifiZ5 <> Fanconi syndrome 72 &) | QEEITANIRK TR Z 2 WV =F U RZHE (&
ROHA M7 )
(2) IGIETA KT A~
WA R AL LT, AITE X7 A ZEATE b7 58 LORHRIREO
IBEREEE)  (GBIERESD R ond, o [JEEEsH Tk, ¥ FAa~Xi2k5
A7 V== 7 TRAOMND 22 BRIEOHFTLIT O 16 FREETH /L =F U HFEIC OV TR
wEh o,
A F L~ U ERMIE
7'm e B
B N AT — KIEIE
A Y EHERRIE
AF)ra b= 7Y URIE
b Re X AF LT VE VEEIILE
< IVF TN T VIR T — B RIBIE
T VA VERIUE | 7Y
HhEH T oL -CoA Wik %R RIEIE
F R85 7 3 L -CoA ik F5i%  KARE
CHARERIRS 3-8 R T L L-CoA ik FlE SR K RIE
IN=F L UL hA NV NT U AT =T —F-Il RIBJE
HIN=F TN H=F o hT v An h—E RIBIE
LGN =F U REIE (DIV=F > T AR—Z FHIE)
7V A VER GE 11 7Y
> bV U mSE | R (iR
(3) HES DGR
WA CHGR STV D v =F VBIAIOgRE - W FRIE, WTHROETH, —RELK D
WM N =F VI REZIE~DBEHANEKREINTEBY, —REINV=F U REZIEDERHRIC
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DWTIEENZ XD FEDNE O i, KEKMAETIE, ERHBRFIEDOA TH 503,
WE G OYRE L. MIEBITEEDO N =F LV RZIENERIN TS, CKETIH.
HERBFNZ SO TEHMESEIT BT BT D2 DNV =F V REFE~O I DA ST
%o )

(4) RER/NEREFRE - EFECTORE

HIV=F DI N =F IRZIE~DEGK TOME X, The Metabolic & Molecular Bases
of Inherited Disease  (McGraw-Hill Medical Publishing Division, eighth edition) <°=/L
NEREE JRER TR (mABET - Urosy) (LR vV o/ NEREE) FEo
INEBECEA RBRFE LR D LD RRETHIREESL LGRS T g,

I ONRBVRIIE, IR NV =F U RZIEICIE, A =F okn& bk, =28
Ri 7 b U PEADRRETZT TR DIHESH ME TICR L OERICAERI TH D Z LR
IhTn5b,

(5) it FH sl A

AFNE 1990 4 3 A 30 HIZAGR S U TLLR, 10 4EM Off FI A 217V, 288 il %
e LTz, ZOREH,  T4hEE - ZhRLISAOERF]] & LT 202 FlZIEL, Znbid—
WY, RO N=F V RZIETH T, £OREWREIEIL, VT wfg) b
Vo Lk Dm7 o' =7 ME (79 61) | BHEBEARIZET D8V v =F 1gE (23
) . I b RUTREEAE (18 f5) . OTC KBJE (14 1) . CPS KfEAE (6 ) .
TIVENVERRIE WL (4 6)) | ~ L F T HLRF T T —EBRBIE 4H) 7 Tho
7

(6) v AR U —=2 T DO

IR, WOREHEETH VT A RAEPRHER Y AR ) —= U JIZEA S, %< D
AR A B R ECHE TR LA R FE DN AN B WIC R A SN D L 51tk -
T& T, AT A AEOBEANILY | i 1 HORETEY L OREZRRL
KA Y == 7 T&5, £, BUTIEL Y 2 O7 I BIEL & AR - 15N
A R FIEDR A AW cx 5, B A L, BMITIBEZBIMET 5 EEMENGR
[ A=V ARV

PLEDZ E2e, JHRGHIINCIE. DAV=F o REZOFERNERHEETH, HER DL
=F URZADEERED L ) IIRBEICKE D Z L WK ) ICHERI IR BT S 2 LT
B THHZ LG, #EE LTIE, TV =F U RZIE] BDRBLEEZ BT,

W, ABIOBHE « ZhFICBIH T 24 LOEEZOFTLHEHIC O W TR E{T-o 72,
BUTOWRMNCEIZE, TRFIE Y e 4 U BME, AT~ BIETH D &gk ng:
BEICORZEET D2 L) SORhRE - IRICBHT A LOEERRES N TN D,

WHHE « BRE [NV =F U RZIE] 52 LK. ZOMENESRRGT 21T - 2% &
Bz CIREE D 2 ENBESIND, MEIEEB L LTIE, Fx OFETHREBA & HEEZMTE,
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S HITEOFEBITIL U TEMAZ M L IR EERE AT, IVv=F 777 A Vol z
LT, INV=F U RZIETHDHZ LoD WITREG R E 2N =T V REZIEDIIET D
fERDBRD TEWIKEETH L Z L WIS T 2 X Th D, 7o, KE - E - MEIC
BWT, LRIV =F RFROFNCONT, BEENEOEBE TOREM - AT S
TWARNWZ & FREEICEEENMET LIEBRESCENT TORMERERE CIX, mHED
VARIN=F ROFOEMELGIZED ., N AFAT IV EHOFERRSDNEET 5
NRHDHZEDOEEBMENS D720, AL THLIAANZONTE, MEEKE | FOKE
IZR D BEENTERMRE T 2 RE LB R B,

(%%E)

FEDOZRE « RIS SNTZNED 5 B, e - WRICEET DM EOEE%ICH
0 D5y 2 LLRICHoB: LTz,

k[E > TCARNITOR Tablets, CARNITOR Oral Solution,”CARNITOR SF Sugar-Free Oral
Solution] DZNEE « ZRITIX, HEEMLE L L TUTO X ST ST D,

RPN =F U RZNE LW S D T oITiE, Mg, ARIMER L O LA A v =
FUREMMELS | BE IRV SUTAEBRIREIC D 2 —RVERIAD 2 2 & M5
Tho (BREHEZZR) , BEOTIE, BITODHIEDLRE, WV =F i
F VB OSER D E BICB T 261083 2 b5, IR D8 Wv=F A,
BB ODIRFRIC & » THER S IV SCRIIRIE S £ O OFRIE S i 5,

(2) Rz - BEITOWT

BATOBMCHEO M - HEOTBIUTOLEY Tho,
<BUTIRASCE >
Mk - &
W, VAR =T b ELH B S LT, (KE1kgd 72 Y 30~60 mgi 1 H 3[E]IC
SEREARET 5,

EHRGOME - HEOTHIIUTOLICT LI LRnRYEEZ LN,
<BEERUAST CE >
Y - H&
WE, AT, VARV =F Uk E LT, 24~3.69 % 1 H 3 [ENZHERE D
BehT 5, 0B, LAAN=FT L ORZIREIZE U CHEEHEET 5,
WE L, RIS, LR v=F i ki E LT, RE 1kg H7- 0 30~120 mg % 1
H 3 ENZAERN#ET 5, B, LRI A =F 2 ORZIREEICH U Tl
2o
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AERD 5. HEENEIR L ENADOREKIHR « HEFIZONT) T6. R TORFERIL
(Befd) ROMEASEREIZOWT) KON T7. AMBFEOZLMEIC SN T TR X 91T,
AN=F U RZIE~DHIN=F i LT, AFNFEDTHL B2 oD, ZOHE -
FHREIZOW TR KRE - E AE TR REY 72 0 ofeE A& ERIZV 77 $ 100 mg/kg/day
(ZV—KELT) ITRESNTEY, HENREARBEFE BV THREKRTH T,
—J7. ENOIREESTIX. 30~200 mg/kg/ H (b & LC), ks Cid, — ik
TNV =F U REZIEIZIT100~150 mg/kg/day (EIN#HE, b & L), 100~400 mg/kg/day (#EF+
Wi, 7Y — KL LT), FOMD kS L =F L RZIEICIT20~100 mg/kg/day (ENHE, H
b & LC). 15~400 mg/kglday (MEohiRss, 7V —KL L) WMESNATWD, 72, AANT
KRND AN =F v ORZIRIBIZ L - TR EZ I LEUICRET XE T 52 & AHIORIE
e LT, MEERECARNDHRE SN TND Z Enb, MEY RIZEZEICRE SIS 2 & IdkE
FoHEREEBZ LN, IO EENE 2 T, HEEA IR, KESSCEEN 2 EEEOFHEIZIE W,
HfE 2 U COBICHE L, FREZ120 mgkg/day (b e L) ERETH I ENE
BLEB2XONT, £, RZREVHEETHVZERGDVLETHLILGELZEL T, ILv=F
YORZIREBIISE U CTHEMB L CELXZRVWELAEDETRET DI ENZYTHDL EEX
LTz, EHIZ, RAICBW TR, MEX7-VOHETRGEEZRET D EMEL EICEEICK
HanszBznnmnicw, KE - MEOBREL S5, BEEEHE L TORICHREL, 1
HEDHZ#24~369 (e L) L3220 ZYTHD EEX LI,
FREORE - HEIZ. 2NETELNEZZEMHICETA2ERNOEE L CHLEITRVWEE XD
iz,

(%)
Q) WBEHTA RTA
VEREFEEE) Tl AR E & ORI A R FE OV O R ATk T
W5, FHUZEE, Iv=F O8I, AEBRAEREEORMMGRIER & L
TR & LT 30~200 mglkg/ B . NEIGERRETIERE oMM OER & LT, Rk
L T 30~200 mg/kg/ H. 4y 3 DFEOFG /RSN TV D,
(2) SCHRH A
ANZFUDERMNAERECEERZ BN XHMIRETE. L-AL=ZFUOBRSEL.
—REHIV=ZF ORZEIZIZEEY & LT 100~150 mg/kg/day (BRFRE). 7' —IK
& LT 100~400 mg/kg/day CGBOMRE). ZRMEAIWL=FUORZETHD TAEL Uk
MERVAFILY O UEEMAEORIAEIZIEZ ) —KE LT 100~400 mg/kg/day (&
NRE) LHRESN TS, TOEFVEME. A FI/L< 0O BN S OBFHEEE.
EHBRABEREICAVTE—REDIL=ZFUORZEICHERTOLGVVEEE. BIEY
& L T 20~100 mg/kg/day (EIR#RE). 7' —fK& LT 15~100 mg/kg/day CGESVERE)
SEBELTVWS I ENFHESIN TS,
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(3) AHIRFSE
TIAFTVT 4 VA MIBWTBARHEZIEEYE LT 30~60 mg/kg/day 7> Hig1E
#& LT 150 mg/kglday £ THEET 5 Z ERAEE SN TN D,

(4) AT OAFRIRDL
N COAFTRIRILN D | FECHEEIC K Y 5 RICIERTED 5N D8, A TIE

J1)—{R& LT 1~3glday, $hE/NETIEZ Y —iKE LT 50~200 mg/kg/day D1 A3
HDH, FTIERICE o THET 5 2 L2 MEM 2 REIER 2T 7 —fA & LT 400
mg/kg/day £ TOEEGENBD NI GELH D, 7272 L, BRIERZ MR L) b &
T 5 2 EREMMICMIELT:, A XY A MEF N =T VREROEE Ol
RIREEZE=F—FT 52 L ENTVWDZ & ROUMEENTREO IR ’l3’%3 LTk, &
/I/vn’“/03ﬁ%&%ﬁ@%ﬂ@(“f?fi%iﬁﬁmfﬂ:wﬁﬁ AL TS hek*<Acn
DHIBR 8 2 HAlH & 5,

2. AFORE - HEICE#ET 24 H EOEREOREIC OV TRF 21T 72,
AR OBHI Y 72> THE, BIRO LY | BRIER OUSERE & BHWEH ORBRRE N SRE
FICIRGEZRETL2XETHY, BREGHEREGZT5& TIEARV, FRZ. MEENT
BEICB T H2AMOEEIX, KE - MEIZBWT, BH5ORED 72 DIZARA OB G X 5
K EOFIMEZ RO TEY . MBEIZBWTHEUICHELRIT 52 & T, EROUENR
DHNTITEIREFRGENDE Z LIEBET & EEZHND,

(%)
BEOHE - HEICERESINTENED S B, L - HESICEET 2HH LoFEE%IC
B D885 2 LU FIHE LTz,
KE, FEROMEOHE - HEOP T, HEEMRE IS D EETC FRE Lz, 728,
INES |0t s 65780 RV X-a0 U (= O/ R T Y i
<K[E>
1. CARNITOR Tablets
RRN ¢ AR L CiE, B SUGIZFE-S % 330 mg B2 VT, 990 mg % 1 H 2~3

FIAR A HELE SN D,
IR - NR - ShIRKOVINECIE, 50~100 mg/kg/day % 43 AR L. A &1L 3 g/day T

&%, Bt EIE 50 mg/kg/day &35, EEEOH EIFERRRIMNIIES <,
EHENC Mg b S Z A v R L= F AR R OV & OEEIRIREE 2
=H =92,

2. CARNITOR Oral Solution,”CARNITOR SF Sugar —Free Oral Solution
RO, EROMCANTE R SR,
RN 2 L-B v =F o OHEE R 50 kg DEE H7- 0 1~3 g/day T. CARNITOR Oral
Solution 32 {% CARNITOR SF Sugar-Free Oral Solution @ 10~30 mL/day (2147 %, &
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FHEIC K DIEBITEEICITV., BRI R OV EL RIS O i 22 K - THHMSER
BONDEZZONLBEDHFENT S, BAMGHEIT 1 g/day (10 mL/day) &L, %
D%, MR ONEIRESUL 2 58l L2225 iR 2 ICH & 5, IR ik, S A
INHA v, MIER N =F ARER BT OERREZE=F—F 25,
P NE L v =F o OB &IE 50~100 mg/kg/day T, CARNITOR Oral
Solution X (% CARNITOR SF Sugar-Free Oral Solution ¢ 0.5 mL/kg/day (Z+843 %, &
I L DIEEIE, EEIITY, BRI R OV PRI E D D m 8IS K> TH AR
BondLEXONLGEDHRFEMT 5, BilaHEIT 50 mgkglday & L, Z0%, &
INE R ONBIR O % 2l L 722 23 B K 3 g/day (30 mL/day) & CTirAICHEET 5, &
MEZ g b, SA ZAYA v ER L =F RE R N E OERIREE £ =
=35,
CARNITOR Oral Solution X (% CARNITOR SF Sugar-Free Oral Solution {3 H4# C AR A3
L0, BB UTIRER B SIZED L TIRHT 2, IR 2BRI3H IR A 2200 2 &
1L (WM 4 Frff ) . BETUIRBRICKATL20ONREE L, £z,
DEMEEZ RO D7D, KR Z 2 TIRAT 2,

<FE[E>

1. Carnitor 330 mg Tablets
& 0 50 Fx,
<A KON 12 FR LA B /N R >
BEANTEIL TR 5T 5,
MAER R R OFERER N7 V= F BEZHELE=F —9 52 N E
L,
e R R E O & B >
W B TR B 70 S R FLE I e O OIR R DSEIR D EIEFEIZ L 5, Ll
G, LITOHEE L, —&iyefEd s LTERIND,
L DIER TR E THIRHE L EZD T, WS ONOXRBIEORMEEM & LT, 2~4
FIZ4317 T 200 mg/kg/day £ TOHEORAOFGLHEE I 5, FRK EOAEFRYZ
JERAYGE U 22 WA, S 3R &3 5 PR 22 REH AR 41213 400
ma/kg/day £ TOEHED D WVITEIRE S 2B XNETH 5,
< MR AT HERFR 5 >
Carnitor OEFARIES O WIENER CEE 2K EOFRENE LN TV LG, HEFpE
{£13 Carnitor 1 g/day Z#% 0595, #5046 01218, Carnitor (3, FHATHE TRFICH#E
H#&53 5,

2. Carnitor Oral Single Dose 1g
A& G- 7,
<A KON 12 5% BA B/ NR >
MAER R ORFOWERER N7 SN INV=F REZRELE=F—F 52 L NEE
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LV,
<SRRG R E O E B >
WO FH B VR R 70 S ARG B E S OV DTRIRIFOSER O BIEHEIC L S, Ll
G, LUTOFEEIL, —xiyefEst s LTERIND,
L OSER TR ETAHR LG B EO T, WS OO RBIEORBIHEN & LT, 2~4
[EIlZ57 1) C 200 mg/kg/day &£ TOHBEOK ARG BRI NS, BE ESALFR 2
JER D GE L 2 WA ITIE, HEFEYNICHEE, S22 R MEA 41T 400
ma/kg/day £ TOEHED D WITEIRE S 2B 0NETH 5,
< MR BATAHERRE 15 >
Carnitor DO FFRIES OWIENERE CHREEZREIK EOFRENGE LN TV L5, HEFPE
13 Carnitor 1 g/day Z#¥ O 459 %, @t 3k 0 1Z1%, Carnitor (3, FHHTHE TRFICH#E
D545,
ORI, EOEERAT D0, KXUIT7N—Y T2 —ATHRL TRHAT %,

3. Carnitor 30% Paediatric Oral Solution
A H- D7, Paediatric Solution 1%, EEIIKITTZV—>Y Y 2 —ATHNL Tk
M3 2,
<12 AT D/ N SR K OV AR >
MAER K ONRFOFEHR PR T NAIN=F REEZHELE=F—3 5T LHREE
L,
SRR S HE OB B >
W FH B R B 2 S R B HE e OV DIRIRRFOSER D BEFEFEIZ L D, Ll
G, LITOHEE L, —iyefEE L TERIND,
L DIER TR E THIRHE L EZD T, WS ONOXRBIEORMEM & LT, 2~4
FZ4317 T 200 mg/kg/day £ TOHEORAOFGLHEIE I 5, K EOAEFRYZR
JEIRDSGE LR WGEA I3 HEIT A &9 %, 22 REME A £I1213 400
ma/kg/day F TOEHED D WIFEIRE S 230N ETH 5,
< MIRBEHTHERFR L >
Carnitor OEFARIES OPIENER CEE 2K EOFRMENE LN TV L5 HEFPE
I£14 Carnitor 1 g/day % #5792, BT H 213, Carnitor i3, BHTHE TRHIZHE
H&EE54 5,

4. Carnitor 1 g Chewable Tablets
& H 5 5-00 7x,
<A KON 12 B LA /N>
MAER L R OFEHENR PR T INAIN=F REZHELE=F—3 5 LR EE
L,
S RYERE R FE DO E B>
W B3R SR 7 S R B E S N DYRIEREF DIER DO EIEFEIZ L D, Ll
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RIRG, LT OFHIL, —RRER L LTEEIND,
OFER TIERARTHEDRGELED T, WL OLOXKBEOEHHEH L LT, 2~4
[E1(Z43 1T 200 mg/kg/day & CORHBEOKOFGNHERE SN D, R ECEER R
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