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1. ZEEABTOMMBEICDOUNT

WHEINTE | &4 VRV =F e

B S RFe4 « =V VF 8 100mg, 300mg
A - RS
piy=cE H A RAGH R P
HANK ZhEE « ZhiR — RN =F LV RZIER PZ DD RV =F K
2
ik - A& AR : 1 B 30—60 mg/kg 3 [AIZ43AR, 150 mg/kg £ CHIE A
fEo

S 2 50 mg/kg/lAl & 3—4 B 2 & 2B,
BRE - 2R M | ENICEB T 2BEFORBNIER O TH D0, HHROT-
OHIE - H& | ©OWH, WIS, SO EBE K OROEIRA TE 20
PISh D ZEEE N | BTk U TR A LA o0 BA RS
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TEFESANS DU TR AR FAER O Ffig 5 5 0D RiA 7,
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2. EERNRIZCBEITSEERLOBLEMRIZDONT

NN=F U RZIEZFHBT DA E LT, ERAHRY (WVv=F 2 T AR—F -5
iE . AR F O TR R EIER &) | % RIYEFSM (T4 <° Fanconi syndrome
7 E) ROEF TR BIr-CEAINER &) RET oD, ZRODAINV=F VRZIEDH b,
HN=F 2 8T U AR—=H—REIEX, Hv=F > F T AKR—%— (OCTN2) 235 RKIH
REICLIVEBUICHEEIETL TN Z b, —REINV=F o RZIE (%I LV=F
VRZIEE BV D) ERS L, EOMOERRBERT R OB RWEFZRIFIC LDV =F
REHELE RN =F VRZIEE BRI TN D,

ERBG CEHER I N =F U RZIENLA LN D DT ERABHEFICLDLONREL, ¥ T
LASARY V==V IRAEBERTDHZLIZED, 5128 < O RMHHREE BT A




ICRRIND Z NSNS, IV=F U RZDOFRIZHPOOLTEER I NV =F L RZ
FE T, ARMBERIEIC X2 FMER EAME SN TIRERZ 2 L, EE ORI fasixE
R,

—WRMET N =F REIETIE, HRMRESERMED I NV =F 2 8T AR—Z—
(OCTN2) M BEMICHEREIKT LT, MMa~D v =F VB ABAREF JRME T
AN=F L OFRILNTERNTDIZ, EHE TOEERINV=FVRZEERIT, £O
e, IN=F VIRABME—OIEETEE SN TWD, kI =F U RZIETDH,
AN =F CRRAE, BERICRMERIEDO PRI ERE Lic w2 a3 2 EED OPRIEZ L
BT IR (AR EE . BARS) ONIEICAHTH D,

UUbEDZ L BEREOMVIMEIZOWTLLFIZRYT D EEZD,

BIGEEBEOEEREMIE 17 £MICEXRLGEENHLSEE (BIEMGER) ). EELOBRMEE
7 BRFEOEENLERNIZAL] LEHET S,
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DICERENIES 1. CARNITOR Tablets,” CARNITOR Oral Solution,” CARNITOR SF Sugar
—Free Oral Solution'
CARNITOR (L-H/V=F ) I, —IRMEREMET IV =F o RZIEDIEHR
ICHWSN D, WEERITIL, 7 A BRME, (87 & MR, X0
SATDFRIEDFFFE & o TeREIRIEIR DY & - T, BIEUEIR 1T, i BaRIK T,
MK T RO EREE ChoTe, —IRMEINV=F LV RZIELZEIND
7o OITIiE, Mg, FRIER L O LI L =F REMELS . B
NENIER SO XA BEIEIRLIZ B0 5 —IRIERBN W2 ERRETH D (B
IREH 2B, BEOPIIE, FFIOEOS S, IV =F lifk
(2 R0 U S QYR DN EL BT DB B DAL D, T8 DBR. v
=F NI Z, BEOREIC X o THR SN EHRIESCZ O ok
b Efi T D,

CARNITOR (L-/v=F>) 1%, —kMEh v =F L RZIE & FeRMER
AR BE O R OMEMEHNERIC b EIS S D,

Mk - & 1. CARNITOR Tablets

RN T SR LTI, BEREOGIC RS & | 330 mg $E% VT 990 mg
Z 1 A 2~3ERAPHEREEND,

B« /N SR R OV TR, 50~100 mg/kg/day Z 43R L. B K&
I1Z 3 g/day ThH D, BHLAHREIL 50 mgkg/day & 55, EFEEOHEITEKR
Sz H#S <,




EHNMIRAL S, A YA 0 MER v =F VR R VR O
RREEE=2—T 2D,

2. CARNITOR Oral Solution,”CARNITOR SF Sugar —Free Oral Solution
PEH M, RO TIEZR S0,
RN L- b =F v ORI 50 kg DBREDHTZY 1~3 g/day T,
CARNITOR Oral Solution X {Z CARNITOR SF Sugar-Free Oral Solution
10~30 mL/day (ZFHY 9%, @SHEIC X D2 BBITEEISITV., BRK &L
CEIFIB AP OEHEICE > THFAERE NS EEZ DN DY
EOHRFET D, BEHEIL 1 g/day (10 mL/day) & L., ZDO%, AR
PE R ONERRBEG Z2 5l L7223 DR 2 (IS ET 5, @I Mgk, /S
A ZNYA 0 MRV =T RE RO OBRRKEELE =2 —7
Do
RN L- A v =T > OHERE 813 50~100 mg/kg/day ¢, CARNITOR
Oral Solution X (X CARNITOR SF Sugar-Free Oral Solution @ 0.5 mL/kg/day
(CFY TS, SRS E DRI, BTV, BRRA L OVE(L 2B
RIPOEHAEICE S THAMENRGOND EEZEX DN AEDHEMT
%o BAAHI L 50 mg/kg/day & L, £ DTk, AN OVRIR S 2 5
L7222 HiK 3 g/day (30 mL/day) F TRAICHEET 5, EWMIC MK
B2, A BN A 2 MR L =F U REE R OV ORERIRER T
=4 =75,
CARNITOR Oral Solution X {% CARNITOR SF Sugar-Free Oral Solution /X
B TIRMAT 22 BB SUTIRIR B I L TIRIT %, k95
BRIZFEICHREZ 5 XL 912 L (3 R T 4 e fg)  BFHX
FERICIRAT2OPEE L, £, BEMELZEO L0, KifElZ )
TR %,

ABEHR (F7=
ek EICEBIT S
BH & 0> A7 4

CARNITOR Tablets : 1985 412 H 27 H (NDA 018948)
CARNITOR Oral Solution, CARNITOR SF Sugar —Free Oral Solution : 1986 -
4 410 H (NDA019257)
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BATIZESE LT, AH|D Precautions & L TLL FDFIBAH 5,
BH VRN =F Ot e AT, B (BRE) ~amdE TIEHn
ENTVARY, BHREORO LRI L =F v OBFHIEOEEHEL A
T 5 B NTEN 2 2T 5 KB A REE ~O R ek 513, @R
IR PICHE SN D Te D, BEEX AT L0 2RHEHMM TH D
FURAFATIVRMIAFATIVN-FFH A FOZHEEL O T
b LRy,

F 72, EHFAI (Carnitor Injection 1 g per 5 mL vial) TiL, kit & FEEIC
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Precautions 1Xd 5 2%, ZhEE « 205 (INDICATIONS AND USAGE) & L Cli%&
B 320t ORI BAEE (ESRD) O W)V =F L RZIED T R NG
D= ] DFLIRNH 5,

2)
EIHEREIES 1. Carnitor 330 mg Tablets®
AN 12 3 LA E /N O — ki R OV v = F o RZIEDIR
o
2. Carnitor Oral Single Dose 1g’
FRA S ON2 i A DN D —IRME Je O RV v = F 2 REZIE DR,
3. Carnitor 30% Paediatric Oral Solution®
12 AT O /N Ve O AE R D — IR R Okt v =F VR ZJE
DRI,
4. Carnitor 1 g Chewable Tablets’
FRAK OV 12 3 BA D /N O —IRIE R O ZIRME D v =F o REZIE DR,
Mk - & 1. Carnitor 330 mg Tablets

& A5G- I,
<HRA KON 12 5% BA /N R >
FEANTEIL TR T 5,
M K ORI OWEER T SV =F L EBEZHE LE=4 —F
HTEMEE LY,
e R R E O & # >
WA B VR B Y 70 2 R ARG B S OV OTR B IRE DS IR 0D ELE i
2L D, L LA s, LFOFEEIL, — B fEHE LTEEIND,
IR TR ETHEDRGE B E O T, W< 20O KIBSED KL
& LT, 2~4 [\lZ43 1) T 200 mg/kg/day £ T FHEDRE 50 E1E X
D, BRIR ERAEAFR R S SGE L WA 1T, HEIEIIC
HET 5, 2R REHMUER 421X 400 mg/kg/day £ TOEAED S
WITERIRE 5 L ETH D,
< MR HTAHERFERE >
Carnitor OFFIRIES OWIENEE CHEEREK EOARENE LI TWND
B, HEFFRRIEIX Camitor 1 g/day R O& 535, @#Hr3EhE HIZIX,
Carnitor |&, BT TR D& 535,

2. Carnitor Oral Single Dose 1g
& H G- 7,
<A KON 12 3% LA B/ >
Mg e R P O T SNV =F EEEZRE L' =X —1
HTEMWEELLV,




<SRG S E O B >
WA FH R Y 70 S R AR 2 B S OV D TR IRE D R 0D FE B
IZ& D, L Lenn, UFOFEHET, —Ki72Eet e LTBEIND,
DI TIEH 'R THD GG O T, W< OO KIBSED & HE
& LT, 2~4 [[lZ45 1) T 200 mg/kg/day £ TOFHREDRE OG- 0HELE S
oo BRIR ERAA PR RIER 2 SGE L WaI2id, HEITEHIC
R AR A R E R 4121X 400 mg/kg/day £ TOEMEDH D VX
R G- ETH 5,
< MR AT HEFFEEE >
Carnitor D FFIRES OWENER CHEZREKR EOFRERSELNL TV D
Bar. HERFEIEIX Carnitor 1 g/day #0857 5, @BHTEMH X,
Carnitor (%, ZHTHE THRRCR OG- T 5,
BOEANL, EOEERAT D0, KXUETNL—Y V2 —ATHRL T
AR5,

3. Carnitor 30% Paediatric Oral Solution
& 35D F, Paediatric Solution |&, B IIAKILI T N—Y T2 —A
THNL TIRHT %,
<12 AR D/ NR L SR OS>
MAEF K ONRF OWEBER YT ANV =F P REEZHE L E=4—F
HTEDEELY,
e RS E O & B >
WA FH B3R A 7 S R MR S B E S OV DRI IRE DS R 0D HE
IZ& D, LrLen s, UFOFHIL, —ixiefadt s L THEE N D,
DR TIEHE THN GG L E O T, W< OO KIBSED & HE H
& LT, 2~4[AlZ431F T 200 mg/kg/day F T HEORE 1 #5-2AHELE X
D, BRR B E R ER DN UGS L WaIZid, IR
T 5, SRR REHE R 2ITIE 400 mg/kg/day £ TOEHED D
WITERIRBEE G DL Th 5,
< MR E AT HEFFIFRTE >
Carnitor D FFIRIEST OIENER CEHERER LOFWEERHF LN TVD
Bt HMEFFERIEIX Camitor 1 g/day ZfO& 535, @3k HIZIX,
Carnitor |, ZHTHE TRICR OB G T 5,

4. Carnitor 1 g Chewable Tablets
8 N G-D I,
<A K ONN2 57 A /N>
MEF R ORI OB/ RN T N H L =F EBEZHELE=%—F
HTEDEELY,




<SRG S E O B >

WA FH R Y 70 S R AR 2 B S OV D TR IRE D R 0D FE B
28D, L LN G, LUFOEHE T, — et LTEEIND,
DI TIEH 'R THD GG O T, W< OO KIBSED & HE
& LT, 2~4 [[lZ45 1) T 200 mg/kg/day £ TOFHREDRE OG- 0HELE S
N5, R ERAEMFRZIERSEE LR WA, HEEynic
W&,

SMER 72 UM R 42121 400 mg/kg/day FTOEHESH D WITEIRE
ERVETH D,

< MR AT HERFEEE >

Carnitor D FFIRES OWIENERE CHEZRERKR EOFRERSELNL TV D
B, HERFEIEIX Carnitor 1 g/day X057 5, @BHTEMHIZIX,
Carnitor [, BT TR OG5 5,

ABEHR (F7=
T EICBIT S
BH & 0> A7 48

Carnitor 330 mg Tablets : 19904-8 A 15H /20004-10 H 15 H
Carnitor Oral Single Dose 1g : 19984-10H 16 H

Carnitor 30% Paediatric Oral Solution : 1998411 H 20 H
Carnitor 1 g Chewable Tablets : 19944£8 H25H
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AENIOBENRF IV RO N =F L Th D,

ZEHTIZESHE L C, Special warnings and Precautions for use Cld, LA T DFtik

DD,

Carnitor 330 mg Tablets, Carnitor Oral Single Dose 1g, Carnitor 30%
Paediatric Oral Solution : #& 10 LR B /L =F > OZ M L GRMEIE, B (%
BE) AEEH TIEFHI STV, SHEORD LRI L=F - DOF
BREDEEEELH T HEE NIENT 2 ET 5 RKWMFRL2EE~DE
)7 5L, IR PICHRt SN D 720, EEE AT 5 e
HEOHLIRBHTHDL ) AFAT IR MN) AFAT I V-N-AFH
A4 ROEMEZ LT 6T00 LLRw,
Carnitor 1 g Chewable Tablets : &R 2% Ffo 7o —RMEL P RED NV =F
VRZIEBE ~OERARBRIIR STV D,
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1. L-Carn Trinklésung, 1 g Levocarnitin/ 10 ml, Fliissigkeit zum Einnehmen®
-HER O N =T N T U AR—F—DRIBIZE D LRI NV =T
YRZEAM D (KRR BEH TV =F O RZDUE),

S TEIRI E T IR E DGR ITEDOBERIC L D VAR IV =F o RZD
%E (RN EHEI V=TV RZO%E),
- BARRRE ORMMIEKEITIC L D VRNV =F o RZOUE (1B




2R MIRFEHT DG OB RIRK L 22D LRIV =F L RZ, bbb
W72 LRI N =F L RZDYE)

- AR D LR BV =T RZIZ X BN ORI % £E 5 Rk 7e i
ZMERIRIC BT DIGHITHENS (—RERFAT LRIV =F o RZIT &
LIFEEREEOHY A b7 4 —),

2. Nefrocarnit Losung zum Einnehmen’
MIEFENTIZ L D B V=T KZ (Dialysis-related carnitine disorder: : DCD)
EHTHBREICBT DI =F U REIEDIERR,

L - & 1. L-Carn Trinkldsung, 1 g Levocarnitin/ 10 ml, Fliissigkeit zum Einnehmen
R DRI R DB 720G O@EOHEITLULTO LB,
1 A= 1 H=
DN 1 (LRI | 3HR
=52 1000 mg | (LARB L= 3000 mg (ZFH2%)
(ZAHY) S ONEE i)
(LARAIL=F > 5000 mg (ZFH2Y)
/NR 1 HE% 1 [\ | LARBIL=F 2 25~100 mg/kg A&
L <3 #EIC
oy TR A
(R E
5kg £T | &K 12k BKR 12 (LRI L=F > 500 mg
EED
10 kg F | 12k AT 12 % 2 A
< (LARBL=F > 1000 mg (ZHHY)
15 kg £ | 12k MART 12 % 3 (LRI L=F
< > 1500 mg (ZFHY)
20 kg E |12 F72F VR | KT 12 0% 4 BIEIT 1A 2
< [ (LR AL =F 2 2000 mg (ZHHY)
30 kg F | 1) MARTUZE 3 (LARILV=F>
< 3000 mg (ZAHY)
30kg B | 1)K 1% 3 [ (LR A L=F > 3000 mg
(ZAH)
KRS (LARA/L=F > 5000 mg
EED

L-Carn WARIEIIATIRET IR T 5,

L-Carn NARIE O AR A AR HIBRIZ A2\, ARFN & EER O %520 T2 IRk
AL TWA5GACIRAMIM A DB WAL, ERRE 72 X 3EAIRRIZ
HRTHZ &,

<EHREREENH D55 ORA >

JFIREDE L DR nGE CREKMK A DS 10 mL/43 A3W) 1TiE, Ml
*%E%%:&nybﬁﬂ5®%ﬁﬂﬁgﬁ%éo

< Mg EIE R (MEENT) %220 T 256 ORME>

MR BTN RIE 10~20 mL (I/ﬂvvw::%‘/ 1~2 g IZARY) . T72




Db 1~2 A M ET %IRRT 2,
RZULICVRIN=F 2o inkk (MiefRiE) 2175 2z ARe T
%728, L-Carn PUARIK D AR IR L, IR & BRI AR 2 75 8 L CEAD
WRTEST DN D D,
L-Carn NAREDIEA BT E D, £33 T &2 LB UGA 1%, EA
F I IIEEAIRRICAHRR T 2 Z &,

2. Nefrocarnit Lésung zum Einnehmen
1 BEIZLVAR IV =F > 1g (WIRIK 3.3mL=1 FF&W v 7) ThHD.
MIRENTIREENCIT, VAR L =F S % IR %,
BHTIC LD VAR DN =F U RZOIERIL, BINERE 2D,

KRAEH (F7=
ImEC BT S

L-Carn Trinkldsung, 1 g Levocarnitin/ 10 ml, Flissigkeit zum Einnehmen : 1985

#2H 13 H,720084-2H 13 H

BRI DA ) Nefrocarnit Losung zum Einnehmen : 2005 4= 8 A 29 H 2008 4 12 A 31 H
K HHEHH
% AKHNDENEFE VRV =F o ThH b,

BEHTICEE L TUL FORR A B 5,

1. L-Carn Trinklésung, 1 g Levocarnitin/ 10 ml, Fliissigkeit zum Einnehmen

IR 2 BRI ER DR E R G S
HEOEHEBIK T2 H2541%., mHED L-Cam WIRIK % & MMk H
L7gnzZ &,
SRR T (BRE) b HBRFICBIT D, LARIL=F HNARIK
O ASAD) ORetEs XL OEEIC SV TIE, ZhETHOEZ A7
RENTOIL TRy, BEicbl-y@HEO LRIV =F ZRAL
Tertr. HEERBMREREE ., FICEET 2% T 2B AE CREIO
BAE) OBETIE, BNHEEICI Y EESNIFHRHE TH D
MU ZAFALT Iy (TMA) F7EFE MU AFAT I UN-AFHA K
(TMAO) 73, JR & HICHEH S FIciigFIc KREICER SN Z &N
b5, LTeno>T, BEOBEEIK TN 256, FITHEE R BHEE
[ E F 7 IXB AR RO 7 DI EM N MR BEITIRE 2% TV D551,
EWRICbl > CTRHAED L-Cam NIRIKZ AT 5 Z L I13#EHT 52 &,
52, MES TMA Z+0RETE RV EICLY, Wbwh R
JERIENEZ D2 2 LD D, ZOHEITIE, MEPFER, KRB LTI
LD, ZOHE L ROVEEMHERIZ, LRI AV=F 2§k ST h
X, IZIEEETE D, LEen-> T, BEELABHREREEEZIIBE A 20
DI MIEENT 2% T D F CRIIB AR 20SEEE) 1%, L-Carn 114
WREMHTZLHTED,
VARIN=F AIEENICFET D2WETH Y . ZivE TOMZETIER




Lo THfRENT, REMMKE LTRFICHEH SN D Z L 3bno
TWb, LIeRoT, BEREEOHLIHGGIT. TOEEEICEIY . H
BRI VRN =F OMERREN ERDZLnH D, Lo
T, EERBHEREEN S LEICIE., MU HEIC OV TORRESE
5Tk,
MigFELiaRE (BEMEGENT) 2% 0 T\ aiE B migisbiaik
(B IMEENT) 2521 TWDIEAIIE, LRIV =TF v 2535 &
BRI MERER (RY 270D R) REMETT2ZE2MH 5, HDL
ALVRATR—VRED FAMEBEINDIGAE LD, N7V
K725 WNZ VLDL 2L A7 v — /LB X OVHDL 22 L A7 1 — L& EHH
IZF =y 7 L, FAUISCTREL T 5 EHES BFEIKRTE) ZikH
TOUERD D,

2. Nefrocarnit Losung zum Einnehmen

BEBIOMEH EoEE
MEENTIZ LD LRIV =F RZiE (DCD) OfE, 2. B LU*%
OEIEHRIL, BK EOJiEES LOMERIZESS O ThRIFER bk
W, TR T D303, 3 v ABICRET RETH D, 9~12 » ARKE
L CHERR EOBENR AL ONRWGEEICIE, 1BREEKETIR&ETH D,
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1. LEVOCARNIL 100 mg/ml solution buvable®
BB R T IR IE D JERENE T NV =F L RZIE
AR PRAE 2 £ O Fe SEPE R ZIE
-NEWGEE D B Fe{b 2 H

ik - A=

1. LEVOCARNIL 100 mg/ml solution buvable
DEOIHEKREIIZKTHIRL CTBAT S Z &,
1l HEL LTHEREL kg H7-V L-HA=F > 50~100 mg. 725 Fid
DY | AKE 10kg H72 0 1/2~1 i LEVOCARNIL WARIE % 8 H 2~4
B2 5yE L CHEIRT 5,
A1 HEE LT, KE 1kg H72V L-IV=F 2 75~100 mg
AN 1 HEE LT, KE1kg H72Y L-IL=F > 50~75 mg

HKRFER (Fiz
FAEZB T 5
A% DA HE)

LEVOCARNIL 100 mg/ml solution buvable : 1986 4= 10 A 22 H
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4. BEABFITOVTERAITRERM L =B/ RKREABRBEICONT




TVIINVTF UBE (VAR =F ) IZENOAROIRTETH Y . S TIIER S TW
2N, VIRV =F 2k O TR A S TR A TG L TV A T2, BAR T IERZE
N7V —EKOVRIIN=F WA ZREL TWH YT~ « Ut Edf LT, &
TSI B9 2 M R A BR B | SRR T & T o 72,

5. EERNBICRLIERND LRI - HEFICOWLT
(1) BEALLERER, ROBEHBRFOLRAXE L TOHRERR

PubMed K OMEZFFRHEEEIC L D . LN OMR A E R L7z (b b, 558 355 3L AAGEICIR
) o
PubMed (~2009 49 H)
[ Carnitine Deficiency] : 1621 {4
% O T [Clinical Trial] : 69 4
[Randomized Controlled Trial| : 24 4
[Review | : 291 {4
Meta-analysis] : 0 4
[Guideline] : 10 4
[Pharmacokinetics | : 229 {4
ZDH T [Review] : 59 {f

RS (~2009 4F)
[JI)V=F>] AND [ HL=F RZJE] : 159 1F
ZOHT TERRRER) - 11

[Z 5 MM igaBR ) - 0 1
[, - 5k

(A&« TFUTR] 04
[SEEMENRE ) @ 0 1

S BT, BIASIEFIREIZOWTLLFTOMKEZIT o7 (B M TOMRBL, FEFIHRE . 555 UX
HAGE)

1) TUERRBHEFIED) £ E4 )

2) e RMHEFIE] AND [V =F o RZIE], e RREEFEIE] AND [ v=F 1],

[BIREBA4 | AND [V =F 2 RZIE)

3) TEHr (MRENT, MEIEENT e & &te) ] AND [V =F V RZIE)

4) TValproic acid] AND [ /L= 2 RZJE |

5) THUAME ] AND [V =F L RZIE]

6) [Drug] AND [V =F /RZJE)
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7) T hv=F 2 RZIE] OR [FB/L=F HiF (supplimentation) |
IHHDORRBRITIMA T, MAIEFREDY 77 LAY XA MZH DL Z G D, 833
HEENE LT, 7B, BirTERMA e EEMEE, B COMR,. TONB TEET
BRNWEBZDOND VY — T AORFEmL GERE LEEOAFNERY v —TF L7 L) 7
ElEBRA LTz, WRRIZBL T B0 TH 5,

FE R EEIE © 683 F

BT L DI =F L RZIE : 80 1

FEHIVE T V= F L RZHE : 46 1

S EhRERSE « 24 1

At : 833 1
ZOWE SN XEROF T, ARIOEZIZEKRT HLEX LMD TRIL, ILr=FrD
HEACFEEE], IN=F U RZIEDER LB EO R G EH T3S0 TH -7,

1. BRI BRI 2 s
ML
ERIREER & LT 70 PR ER S ALT2 3 S RAVEHH B EE R OFEAIREITIC K D2 v =F >
REIENKET 2 TN =F G OR MM & 2Rt 25l L 7o @S 13720 o7z,

2. FEpyEhRERBRIZ T o

SRR SR IS, B TEREICK Y . 7V —KD LRIV =F % FH 7 855 % fk o
LTWAY T~ o Xkt h, EEER A TOEYENRERBR I C B 2 AFKHC 1 B A

FIhie,

VAR N =F o Ok A 5B T 2 AR RN TOFEYERERER Ofe 30 A LU IZED

W L7 (51, 2B, BEHIHWEERE LT, 7~ - 2007 ) — (KO L RS

JL=F 75 Rebouche (1991) (5| FH3CHER 12) LAk D TlidflH S 41TV /=, Bain (2006)
(BIH3CHER 9) Tl HEEA L FRTFTE S TR o2, S omETH 5 2
L7 =KD VLRI N =F L LTEZ LT, Rebouche (1991) TiE, GNC #tD L-

H=F (H)L=F> «HCl) DRI TV,

%51 EWBIEICEIT 5 i
T YA 7 2 5

i
W
O
=118
2
<

*
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Sahajwalla CG.
Multiple-dose
pharmacokinetics and
bioequivalence of L-carnitine
330-mg tablet versus 1-g
chewable tablet versus enteral
solution in healthy adult male
volunteers. J Pharm Sci 1995;
84: 627-33."

15 Bl DR R N B PEC
FRESH] (20 mg/kg) D
T—2 L BEAl. T
7 7 VELE R OV

(2g 12 Kffife, 4 HIF)
DA DT — 5 h
b, Zhbfkn 3 8H|
D[RV & REE L 7k
R

EFARREIZB T DA, F 2T 7L
HUE W F D 3 D DRk IR A
ThoTl-, NEMED IV =F o &4l
1E L 7z absolute bioavailability |3, $&
FIT151+53%, F 27 7 VEHIT
14.8 £5.1%., AT 15949 %T
HO . HALRENT ST,

Rizza V. Pharmacokinetics of
L-carnitine in human
subjects. In: Ferrari R,
Dimauro S, Sherwood G,
editors. L-Carnitine and its
role in medicine: from
function to therapy. New
York: Academic Press, 1992:
63-77."

6 BIORERER AT 30 &
O 100 mg/kg D% HH
5 KO AIRN & 5% 17
> 7o S B REFIR,

NR—=2F7 A4 ONRKREI NV =F
ZAIE, BRI G-% O oA FEIT
34~37 L, &2F 7 V7T AL 8~
10L/h, VHZRHARCHIE 9~ 12 IRefH] | %
M1 #% 5-FF D bioavailability 0.14~0.16
THY NFIFEG-EITHE Lzt
BEZRLE, .

Rebouche CJ. Quantitative
estimation of absorption and
degradation of a carnitine
supplement by human adults.
Metabolism 1991; 40:
1305-10."

5 BN B
BN =T R (2
g/day) 5z, #0OT
ML —H—80D L-H]
HIN=F b L
PR]OAE 2 42 O TR
R 72 & 2 TR
R

BEEORIIUILL T DO LY ;R
BV = F 0 63% . R H
Trimethylamine-N-oxide 31%. {& 9 y
-butyrobetaine 21%.

Harper P. Pharmacokinetics
of bolus intravenous and oral
doses of l-carnitine in healthy
subjects. Eur J Clin
Pharmacol 1988; 35: 69-75."

6 BIOREFENIZ 2 ZTN6
g DFFIRNEES &0
5. %17 - - Ry Hh ke
kb,

NR—=2T7 A4 ONRMEI NV =F
AL, SR 5% DM AFEIE
34~49 L, B2H I VT T AL 5~
6L/h HIR M X 4~Th TH - 7=,
% O % 517 O bioavailability 132 g %
57016, 6g#5T0.05 THY,
2g UL Eo$ 58 Hp iR I IR
D i,

Segre G. Plasma and urine
pharmacokinetics of free and
of short-chain carnitine after
administration of carnitine in
man. Arzneimittelforschung
1988; 38: 1830-4."

6 il DR B M
30 mg/kg DFFARMNF G-
100 mg/kg D% 1 $E5-,
30 mg/kg OFEAEE (3
BlOI) DY BHER
B

R—=RAF7 A ONEMEI NV =F
ZAHIE, RN G-5 O A A FE I
776 L, 2527 U7 Z A% 10.85
L/h, YH2<E080013 10.85 h, & 0%
H.F @ bioavailability 0.18 Td > 7=,

Bain MA. Disposition and
metabolite kinetics of oral
L-carnitine in Humans. J Clin
Pharmacol 2006; 46:
1163-70.°

7 BIOREERRA T 112 1
[10.5, 1 %U2 gD
BT H3ME, 7 HEK
HiE 1 e Lo s,

MmigEF L =F I HEE
TREETH Y IR b
otz

* L RAERSCDOEE 41X, First Author O A 30,

R N 24, WS ClE 2 g B30 mg/kg) LA ED G 8O HEY B RERER ) FEhE S 1T
B, Ar=F o B5%, 6 g £ TIRMAPRENE G EICKSF LTINS 28ER"H 5 1
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Mean plasma concentration

o T, AN=F &2 U EPIUE T H 3B, 1805 gLk oG Tl R E
O _EFHIT &)Eﬂfﬁb‘}:@ﬁi?ﬁl%é Bain %@%’cig@q:y]ﬂﬁl ERRE A 5-1 (2R L
oo BNV =F TRKREREIC K D REERE K OZ AN H 0 P, VB0 CHAZ R L=
Frakb Lz X DOWRIT iﬁﬁ“(“%éﬂ . EHECIREE AN S D Z &N
Ezohd,

AFCIL Phasel B E LT, =AW ATF R E LT 04~1.6 glbody (7 U —{k
A% 59 0.33~1.3 g/lbody IZHY) MREELH SN TEY, LRI LV=F > OmfiEEIT%EE
R G NBHEGE LY LEWZ ECARMO IV =F v OFEL H Y | LMKk
fEMTOFAGIIREE CTH 5 2 ENME SN TS, F7-. 100, 200 M T8 300 mg 5z D[R]
PR E LT/ B A—4—/ =T 1.2 glbody (7 VU —{KHLHE : %7 0.98 g/body) 73%2fEHRER
I, Rl—#ERE CHNREO IV =F U ZHIE LTERBBACARSIC L > THEINT
1/\%)17

WHADO T ) — K& HOZFHC T, AOE D EFRCERGETOT =2/ G50 TW
RN OB E A EHELI T 5 Z L IXTERY, £ 2 TEREENEWVEBRAGEIC OV
T, N—=RAT A UHIE L7 REN SR H L7 Cmax & AUC ZREAMIE L, X 52 K&
W53 IR Lz 10 T 2e s AR CTORERIT, HtMOREEE 7 ) —(KICHE L

TERLE, 2 gl EOBERBIZBIFAZINV=F L ONRALFT_A 78T T 0 13EL 5
~20%) P, Flo, NRHEO ANV =F L OFEBLRENZENDEH, R—=AT 4 UHIIEL
MR E DI ENRE T A —H [FRE R NNTYFER LT, BICRRBRLIZE 52k
=F U ORI THAREE NG L TWD Z Enn, MAREIFIEREETH D EE X
bIvd, LTER->T, IN=Fr b L TERRLIFREETHEmINT-RAEROEYERE T
A=A K EETHIEL THERT 2 Z LixRYTideneEExond,

100

[~

]
—&—
—o—
—&—

(nmol/mL)
PN
s 3

—rt

[
=]
T

]
(=]
o

2 3 4 5 6
Dose (g/person/day)

X 5-1 1 H 3[R 8B 5% 02 iR g
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w = n
< (=] =]
1 1 ]

N~

Cmax(nmol/mL)
=
1

—
<
1

Sahajwalla

Segre
(VS

.

3. JEGIHE

LU T OSEGIRE OBER R OB EIE] (Wv=F2) 13, XLz 20 F AR, A

DOWETH D Z L DRFICHIY B2V GEEIL, VARV =F U & L TV 5,

P R L B E

AFRIZF 1T 2 e RACH L HE D 5 BAGR S VT2 E LIS O BIZEB T 2 IV =F D

b (T SUIARAEL B2 L LTER OF M & ReticlT 2 MG 2 LI TIC

LM L7z (F5-2), ¥, DL-W/L=
# 52 A TOHRRNBBFIEICBIT DIV =F > KZIEEDIERHE

10 20 30 40 50
Dose (mg/kg)

5-2 5L Cmax ORER

500 - O Sahajwalla
A Rizza
_ 400 - <& Harper
g O Segre
% 300 - o I~k
g
S 200 4
=)
<
100 -
0 T T T T 1
0 10 40 50

20 0
Dose (mg;i{g)

X 5-3 58 AUC OE%

F U BRGOWEITERS LT,

SCHER

K CEBI, hv=F 58, DR, BIIEAS)

M Ah—. SMERNIE THIAE
Li-aghL=FXK
HIED 1 B /R
2008 ; 61 : 449-52. '8

2k A, AR, ARER BdE, RERMIE,

100 mg/kg/day ( Thv=F> ) , &HEHIETH
B SRR, 8% S v ABIME. AUREEIX
1EH,

Kig #iE. =5t L=
FURBIEE WV =F
FEE. NEE 1999 ;40
1042-8. "

HN=F 2 FT v AR—H—RIBIEDKRHTH
L. AARANDFEBNZ BT D L-H v =F L F 54
DFRIT SN TWD, BHPEROEZEN, JFIRBER
T O L 0 BB F2WATRE, MBI Y A
HEEH EH Oy, FOERSHEREIXEE 23217 C
Wpino Tz, REHESKRTHRIEL TWHZR0DAN
ZNEEZHND, DIETHRNEG FAEE S
ni-z &, KRB FRbhoT-Z & T, ke
RENELTHA D,

Shoji Y. Evidence for linkage
of human primary systemic
carnitine deficiency with
D5S436: a novel gene locus
on chromosome 5q. Am J
Hum Genet 1998; 63:

7w, BTy, e, BER. 8 mk TIEA,
weakness, AFRAIFE . OHEIK T, BT,
FFIER, R—Z B =F o NIRRT,
T4 70T TARNTOIINV=F HYIALFER
BRSO AR TR A CHEEZ T, 100-150 mg/kg/day

101-8 29 (L-carnitine) , 14 » HRl#5, £ ORIFEMER L,
IR o e F & - ARE S B EE < IEE,
BRSO PR 55 b KR B

B B, Fuvrd Ul | 12T a U U RBRILE & 2 S - Bk, 16
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T
i

MAED 1 B —ZWitk 16 4F
IC 72 HIRERWIZ D
W Co— . NI EERE
2004 ; 57 : 959-62. *

ARG (BI7E 28 7%) . 17 L b LAl
N=F o EHBME (1.2 g/day), 2 H1%12 1.4 g/day
(ZHE R, 2003 AEICHEON 1.6 g/day ([ ZHE B L 28 R
16 & Tk, BeH-% 11 AR 0 BERER -/
TATR & BICLE LR, BHHhoEESED
FERE L LT, AJEBITIZIRE T v =5 8
S A RIS L CHE, BIEI LV =F V&5 DH
THEMHRIESC 7, b=y AR L, BEEETS
2% MO f AR o0 BE B L, BRELIX 72 A BRI
SERS O R EIRY . HPuEE S ERE R e L

RIS
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.”

D4 i,

@5 B, mFl e bEr ARSI fEHIR, &
T =T IMNE, AT & CHEERZFTS
oo ZDW%, ZUoNTHIRE, 7V
V=T U E TR,

D@40 mg/kg/day (L-carnitine, #H), H/L=F
AMTRER Tl 50 mg/kg/day (L-carnitine, ##7E).
AV EEBRIIEERETEORYEFRE L LB
Uk bbic, L-=F 2 50~100 mgkg D
RO LHRET S, SFETOT Y HM &
HWVE AN =F MY WAl ARG L2
D, A Y EEBRICEY OREEI G,

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 SER

D4 R,

@5 B, mfl e & AERSICEY, iR, &
T =T E, AR & CHEERZET S
Teo 0%, ZUNTHIBE, 7V &5, B
N=F b TR,

O@ILIZ 40 mg/kg/day (L-carnitine) #5115 &K
BRI TV UMTE, R v =F
a7 7y ANV H OO, 50 mgkg/day
(L-carnitine) OFHE (V=T AffikbR) .
IN=F CARRBRTA YNV I LT Y D
PRYEMEDS 24 FERIZ ., 49 2 M50 < I E TH, #%
NG5O EL, 7 U —CoA G L, A V3L
YT v OREOEIMCBE#E T 5 &5z

HiLh,

JEE IETE. A YRR
SE O AT W & B HE
BN (SHRgE - BT~
AR —= v ISR
BOKE EoRERIZE
THMFGE) . R 2 AR
B LEEEDE R
B N WIRBED~< A -
Ay ) —=>7 #ATIHIE
KOV W& PR B B
72 1990 ; 133-5.

DA YV HEERBIIEFZROE 4 T, HAEHH%ICRE
M, HEEIETANOERIKT, 2R, 1 VE
EFRIME & e EZWN, £% 8 » HE LV L-h L=
F 100 mg/kg/day & Bk, MH~7 Y —Ar=F
YOIEFAL, RIA XL LI L =F o DHEHE
BN, SR IR T, MR E D B,
@%F 5 TIXHAERTZKI I FWIRERLG, 11
VT RN MR, i D RER AR IR T
D REPERRER, 3 REFRRICAE L, A Y EERIE & B
bivd, BEEZEOFEBEIZIN=F VIRH % #)
D, BEICKTAHIFE, A% 1 EBEIVFIL
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L-71 V=5 > 100 mg/kg/day DR % Bk, £ 6
H AR TIREIIE, 3 » A THE. 6 » H
TEIRY AlRe & BEBICHER L,

A F )L
7 v b
=7
RRANS

Ihara K. An asymptomatic
infant with isolated
3-methylcrotonyl-coenzyme:
a carboxylase deficiency
detected by newborn

HAEBESZOIANER, £% 1 HH, HEHSEK
WIRIR 72 & TABR, ZDORBIEIRIER LB, 5 »
HEECA hy 7 LTHo72 20 B Y 70
DERERESHT T3 - AF L7 1 h=/L - CoA ik

HLAE (3- screening for maple syrup 7%%7%7(@& LT, 8 7 AT EA T AR5 (10
A T V| urine disease. Eur J Pediatr mg/dayl JH) TdEe L, 9 » Al TERL V=
7 7 b 11997; 156; 713-5.% FUAMSE, 10 » A2 HRE0 L-v=F > 100
= mg/kg/day, = DHFEEDOFAM TR 72< | ED%
-CoA flii. 2 ERNT RIS T ERRl D T A L ARG T
VINE HLATOWDN, EMmEEhT L oA NI
ENE - fZ o TR,

i)

FEH T | AR EE. FET VL QAW 20 DBEIR, A% S HHOZ T LAY AA
3 -CoA | -CoA ii/k#Ef##% (MCAD) | 7V —=27"T C6 K® C8 HfECHE T vV
Wi 7K 38 | RABSAED 3 B, Rk I /v | -CoA Wi/KFEEEEKIBIEDEEV, U L/ EROESE
B% 35 K| T 2009 ; 45 :25-9. | iEMERE, HET L L-CoA /KFERESE OB T
RIE & o < . # A ~ 7 v £ R

(449-452delCTGA/830A>C) L B2, Az
bYW REE L =] &5 (50
mg/kg/day) o, 17%3 » HRERTHERE 2L,
@H# 12 OB, FILKHX T AwART Y —
= 7 THEHT T L-CoA ik FEEESE RIBIE & %t
VN, U U EREE SRR MR W K ONE AR M CREE
2,

Az o -rLRiEE s hr=F>2 &
5. (50 mg/kg/day) . v 7 T A ORI,
11 » AR CTRE /2L,

@1k | » A&, FEE, BRI, &< AR,
S HPERE MRS EED A b MR, AR
M2 2 F 5= 25T C6. C8. Cl0 mEfl, R
BHHEER T IR b o P VR U BRIR . ~F
JANT Y AXRY LT Y o OFREEEINT
HEH T o L-CoA /K FlEFR KIBIE & 2, Bix
TIRNT CHAEERZW, BV, KR G K) O
WE., [Hr=F>r) Wik (40 mgkg/day) . &
B2 AR ST R L,

/AR B2 SIDS**AERJE AR
LT, B RIZ X
0 %38 E 72 < By ATEE ©
HoT-HE{T ~-CoA it
kFEEESHE (MCAD) KIBJE
D1l KRR I VT I
2009 ; 45 : 7-9. 7

1k 7 » AR, @EVCROBERAR%E, Bk
%= Rk, REMET S F—3 2T AR, 7 RY
Bl PLEEEE, 7V —h =T {KfE (10.2
pumol/L) Th/=F WKL, Ao T v
HIV=F KT THEE T S L-CoA Wik EE#E K
FEIE KABIE & B oL, AR TR CHEE 2T,

M=V =F o 7V —h=F U NIEF &
AT L9 Hr=Fr) 2NKR (HE
A BB B [V =F 8K 4 20 mg/kg/day
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Wik 3% 4 v HIFmE T, RILEERIEDO I
L, FEEML ERBIEL B ONDIERS 2
U,

R . KE —RAH
a7 A FIMNOFER~ A

AJ ) == TIZTHRA,

ST T 2 -CoA it
kFEEESHE (MCAD) KIBJE
HANG. FrekI L7 G
2009 ; 45 : 14-7. %

AEBR, /—AaTA4FTHAEL, A% 3 H
HOBAER~ARI V== W THI X I A
INAN=F EfE LD T 2 L-CoA MiKEEE
FRBIEZ EEbiL, Duke KFETOT VIV )=
F U T T L v =F U E i, R
WM T~ AN T Y FRAXRY LT
U ORE FE BT IRE CHREDZHL, 1A%
BRIAKREIL 100 mg/kg/day (L-/V=F ) ., 4 % A
#1250 mg/kg/day (L-B/L=F ) ([Zhi&, HA
~EEE S B A R L. D =F E 20
mg/kg/day (L-/V=F ) ~&SHITHE LM,
MeEDI NV =F o LE 7Y — T EBIE
o 1 EBAEN] B e s E 72 < i,

iR & 86 | R RZ. BRBUTRMRIE | 5 R, FEEN. TEEW. RRBUTRMVRIE, SERE
T V| THRIE LIRS T Vv | RA, IRPEEEE ST I VR R b
-CoA i | -CoA Mi/KFERERRIIED 5 | AMAROEINL 2o T2y, iEAN=F T a7
K FEE | EBEG. BANRRES | 7 AV TIEECle:l 7T UV =F U EFLIC
R H | MESE 2003 5107 :503-7. P BHEHTIADA=F UNEMLTEBY MEHET
JE & O T V-CoA MKFBEEFRKBIEZ M BoTo, U v
E#H7T T 4T T A NOBERFLNRAE THEEZK, 300
DA mg/day (L-W/v=F ) WkBHLG, &K -
-CoA i, e A, PN Z7U U K (MCT) £, 1%
Ve A& mE LiBPe, 1 RGBSR S L,
FRE | B B BEHET V| 1B, RRREMN, 8, SFEEE, 6%
JiE -CoA /KEBERZ RABIED 1 | 10 » A BEFEK T ABElRs, WA, 287 K
B . BBk v o 1F | T, IR, JRPEREE T I VR R
2003 ; 39 : 33-6. RIEIZ IR T223, MIE7 Y — I =F o DR
ET VNN =T DM ERD, 747807 T
A N DOEERFHIRETI U A hA L-CoA L/3L
I b A V-CoA DOIFMHITIK T LTEY, A7 %/
A JV-CoA DIEMIZEF THDZ ENLBEHT
T L-CoA Wi/KERESR RIIE L 2 s i, BRAEE
DOPLETRLRIE, 45 mg/kg/day (L-H /=)
BOs, MCT V7 fifeiis, Edhik ORRK
FER B B, CT FoIEVIT %k, L=
— CO L EERH 1 E E AL,
£ #4 3- | Miyajima H. Effects of a 26 e AME, 15 e, B OEECHARIRFIZ I A
v K u | low-dose L-carnitine 7 e R a2 B, P E T v/ 7 U —T
% ¢ 7 | supplement on an adult N=F b (A/F) DNBEEICHEEMN, RPT v H
v ?fﬁ@ﬁ@ﬁ@mmﬂ L =F LT CI0, Cl2. Cl2:1, Cl4:l 72 8D
“CoA B | oficioncy. Muscle Nerve | 7 ¥V V=T VIS, dHAAL - I
K R B 1999; 22: 429-30.%' el . #EFFE 30~40 mg/day (L-v=F) ,
% K ZD% 1 » AR 1500 mg/day (L-BL=F>) T
JE M Y TR L7233 % A& AR & FLEE & A/F 03880,
— G % HNV=F o EFIE LT 6 » Ak, EEDH RS
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B

TV =TIV =F O, MEZ VT F xS —
B EFA, £D%IF 300 mg/day L-/V=F %
5., 300 mg/day DR D )V =F o TEIEIRIZ /R
ST, BHED V=T B G TE B RE O R R
RIECHLIEE T ¥ R—L 2 &2 BT LI TE e
Sty —FH, BHEIV=F TmiEFo 7Y —
HN=F W T ) —< )L LU . SEB
KEEHELE-ZEEZONS, BAEBEIV=F
X, Q=27 A7 ) —R CoA b IERITRET,
QE#EN®REZ I Fay R 7R~ l%d %
DERDLEED D28 TREIHSE L5,
BRIV =F RS S5 & RSBV
SR RUT U 7 A~OHFEDEEN L,
B&m@$%W@ﬁﬁﬁﬁmbfbiak%i
s, IBHETHNE, BMLoBRICEHEDH D
FHPREROEFEMNE Z 0 (12 <wk%z%héo

7k | Fukao
7+ = agetoacetyl—coenzyme A | REHET v R— &, BURIR 2 R A REE 7 1 7
¢ / | thiolase gene: a novel 68-bp | . ¢ )L 7vp, I Na L RYFTOTE T EFL

g | deletion involving 3 SPlice | cop op 5 —p i L BT TH =T
site of intron 7, causing exon

8 skipping in a Caucasian .
patient with beta-ketothiolase | /=/v HEDOHIERETF (2 g/kg/day) o TRHIZL VT

deficiency. Hum Mutat 1995; | £ 4 i £ TIEAROFEDLR L, FEHEEh VS 2 & 58
5:94-6.”

T.

Mitochondrial | (a AFED 5 » Ao HIE, THI, M-, EED

5 (50 mg/kg/day) .

BT,

* . RO B L 41X, First Author O A0,
: sudden infant death syndrome (FL4) VA Z2IRSEIEMERE)

ek

2)

PUAEWE ST S VT a5 GERIE) (2K D00 =F U REZIE
FAWESC AL T a5 X 5 N =F U REIE~D I N =F GBS AT
DIEGIHS 2 LI FICie#E Lz (3R 5-3),

F5-3 AR TOIHFIM: T L =F o R ZhE OIEFIHRE

SCHR

B30

Ry A

LY

HoEMEGIZX
TR AR L

=F I IE"

M D 1K

MBEED 1 4. /R
FHEG R 2005 ; 58 -

1893-7.

PUEWEIZ L DD V=T VU GED & Bk E & 0 O K 2 =
tbt4ﬂ%%ﬁ%ﬁ%btofﬁi FRETIEdH B 03 R HIH
(70 HE D 95 52 HI#) 1272 v ERF U EEE & D8 = iR
Y7 = ARPEWE EZNR L T, EREOHERIREEDHE T

E kR A 0 o RIMEHE 2 3D 72, #12 ﬁ@@%ﬁi%n@&

R b BEME, EBE LV =F 2 4.4 pmol/l, TV =F 2 1.1
pumol/L T -7z, HUEMBEOWNMRT 1L 2 » Hft>TH ., WEHEL
N=F  ORMENFEE ., WL AP =52 40 mgkg/H % 10 H
%W%L U ORIMIIRAF ChH D, 5% DK D iz 72 <
Tl BWERTAEWEOHERZEONT L & &b, Rk
%f%ﬁtm A0 b MR RE O BEE 23 8 5 /N R ﬁLT

B RX VL b OPIAMEZEHT 2B, EiLr A
A =F  DRFRLCHERRIEZAE D W K ) R AETRIREN NI T
b5,

1% 3 » A&, BEIEREERAZ#RYEL, i T19 HHE~
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AR B2 X0 K
TV =F v IfE %
kL EZD
iz 16l BA/NR
BlrMEGE 2004
108 : 059-61. **

HRCERF VAR SNAS S, BIKRFFIZEHN 9 2A TER &
L CWe7=4 ], Razi2, Mo E L OMEmEE 2580, 7
R o7 B W CERRIZIAIE LA, CFPN-PI ifQNZ® 7Y b Lo
RE UL 31 B G Siz, 0%, WIERED 1 5 H 2RI
O _EAREE, Bk E IR 250, 7 R oS T ER
B L7 b 0o, Fal, 2 B EIZEB T 2 BIEROMRAER R TOEH
RARIMAEZ S b BT N ARD BT 720572, TEREEAR
WEEERWTREZTo T2 A, WL =F > DK TR
bz, I T, [Hn=F>] 60 mgkg/ H% 1 BENRT S Z
& THERE I L =F TSI IEFE(L L, P LK TES, 7
VN =T UL BE RO LT, DBRITREAERC YR X
VVEDO R WHIAR ARG T S 2 L TIRIMBERE L RO B <
Aoy o

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

EECIETADAD 66BN AL e aBEICRALTLES
ToIEGIRE (K 4000 mg) . APBE#., TRVVEREE i ERIK N T, W
AT U TR, H Pl & IREEMIEIN 0O 72 D DR & AR v =
F U MIESEIED 72D O N v =F e b (ABEREIZ L-carnitine
100 mg/kg (L-H/VF U 88) . ZD#% 250mg/8h & 4 HE) 72 &
TR — NEEEZB IR oTz, 0%, BB AENL, o
e b3 U, BIRIE 8 B BICHKREIE e < 722 m1E LiRBE,
TNV =F AHFIT IV T B OB ER 5 OBREOBIEHITF R 2%
1B L, SR OPEAE NS &2 b,

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

400 mg/kg DO/ O fiEE R CERIL TLE - 2 BECH - 72
INR ORI SV T 0 i & i, IFHERER T Cm T =T
MAEITFEEL L TRV, 4-en 7SV 7 0 RSH S M EH LT
To L-Z1v=F 45 (100 mg/kg/day, #%Eess,. 3 HiE) 12X
DAL T o BRI OREITERICEF L, Ir=F & EiX
BRI 72 o 7o V7 R B 5 B E A%,

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°7

Cefteram-pivoxil (8.5~16.8 mg/kg/day) % HIIHIERER N B IER Z
YT T ROVNREBEIC 3~14 HIE (CF¥ 62+3.1 H) #&EH L.
M NV=F BELI har R THEREEZ T, 2 ORI
BBV =F K TFE2ERZ L (BEKRABEHERT T 47
Tay hr—/L 50.8+14.5 nmol/mL D& Z A, &5 7 HHTIX
18.7%+4.4 nmol/mL) . /NEBFZF TP T =7 N ER, MG
AN =F T B=T XWHEE L, Zo3ANTERE T
bAIN=TF o BEETHRETHD,

Ohtani Y. Carnitine
deficiency and
hyperammonemia
associated with
valproic acid therapy.
J Pediatr 1982; 101:
782-5.%°

25 ZHDOEEHREER L RERO 27 L0 a ha—LomiEh
AN=F T BT 2H1E, BEZOS G 14413 V70l
RS, N7 aBIBEOBETIIAN=F RN EL, TUrE=
TRE DT, NSV T R EE V=T R,
N=F RE LT =T REGWEE, 4 B O DL- V=5
O A#E (50 mg/kg/day) THN=F L RZEET T =T MIE
G N

* o VRO FEFE 41X, First Author O A,

3) EMTEE

BITBFICBIT AN =F LV REFE~D I N =F B 5ITET A AR T OREFIHE % LL
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TICERHE LT (F54),
% 5-4 BRI TOBITI L D DIV =F o RZIEDIEFIERE

SCHk*

B3

Sakurauchi Y. Effects
of L-carnitine
supplementation on
muscular symptoms in
hemodialyzed patients.
Am J Kidney Dis 1998;
32:258-64.”

107 4 OFENTBFE CENWIM & 7 U — T v=F > (FC) ORR% M
N5l BTN R LS 2 2129E-> T FC MET (EHFE 36~74
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T Z2u R F ARFIERMEE BT, WA =F iR LT 22 8T AN
HDHELTWVD, HwITD National Kidney Foundation D5 > 7 7 L > A CHEMNT & 3521 T
HRMBERBEE DN =F U HFTRBEICONWTY a AT —varRNELDLN
(Eknoyan ©) , S LI 7B AT T 4 T BWRABREZ T 281X 065 Z L 2T 5,

Schreiber B. Levocarnitine and dialysis: A review. Nutr Clin Pract 2005; 20: 218-43.7
8 MOBITHREIZBIT DN =F V RZIEDEERTIE, MHPDO7 V=DV =FDIEH
flEll% 40~50 umol/L TH 2D & Z A, 19.2~32.4 pmol/L & IV =F > RZIEIZ/2> T D,
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27)

28)

EHTEE TOMIMET ., IBERT ., JRI7. s, RiiE, DEEE T, =J 2AnRx
F AR R R EIZxT D v =F AR (RO KRG 2 ITFBIRNEE) O 27 #H)
Bl Ea—, £z, DIFEI~OREFTRTZ S @b Ea—, ZOXIITELL OWE
WD Z LD 12037 A Y AR EE S (AAKP) 23 F 23— R/ 31LIZK) 600
HDBED 2ROV E 2 — 2K L, ST O ESRImE, 2 L < Quality of Life
(QOL) ZHEEF ZIE 58N, BRMGIME T & I A F— DiE, = AT
PR M ORBIZH 2B T, BT TH% 20 mgkg DNV =F U ZFHET L2 &
ZHELE, BIli&. Nationa Kidney Foundation (NKF) DEEFHZE SR/ 4 CERL B =2 — & K
RERND | FEO Y a X 7 —3 g U &3#K (2003 4F), 20 mgkg DA /V=F FFEIL9
~12 % AfkE L. ERRZVE A2 B35 2 & 2 #E5E, Zoxx T, Bokb5oh
N=F IR SN NI AT AT IV R BREEE COREENEIns Z &
DO FERI O HHELE, 1999 4 12 HIZ FDA M EERID —%@éﬁﬁﬁmmﬁﬁ%%Mo
ZOBE FDA X, [—KMETHA I B RMETH A 2 BNV =F 3 ERICHA R YE
b, WNV=F U RZPERICE S TEERFELS IR L, Emezd&rd 2 Lixt
PIRTET VARG L] L LTz, £72, FDA IX&HTEE ~D I NV =F o HFHIZHOWT [
VO] X720 E LTS, &EZIZ, CMS & NKF OF M<K~ £ fE 5 D
RV —ZFRL TS,

Golper TA. L-carnitine treatment of anemia. Am J Kidney Dis 2003; 41: S27-34."
BHRETOIN=F L FED S5 H>DT & LMUHEGEER, 15 DIET & Lkt
DEEHLOLE2— BALFHELDH V), MPDV=F NEP$ 5L ArRz
FUOMBEENEL 2%, K/IDOQI DU aX T — g ThT ARz |l
PEOZMAEE TIX, INV=F G52l A5 Z L2 L T,

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, s44-8.7

RUEHTHERHRIEO BB IZB W TER B 059K ML, EERE, FRARLEIR 72 &~ D2 R 2
NI 1S WO A L B a—, BITRIET, BAEEEOEMICRAIRRIZT TRl &
172 QOL DIRFFICHMETH 5, FEHTEE D QOL DFFHliIBlEAIC b iEmmAIIC b M
%ﬁ%éﬁ\Qm;m%%@@@%%%“mmmg(%@@\@m)k% 95 2 LidA
KERFANLNTWD, BITRIEOERZ LD 6T £ < OBED B EAESHS
%%®ﬁ?%%§ﬁ<éﬂfv50;Dbk%%_%wfﬁw:?/ﬁﬁ%ﬁokwi&
ZLEa— L7, 7THRITFHE, 78IIREA, 1 RITFEELROKGOHFNTH 72, #E
ZBWTIE L ROBEHTHT=0 1~4g, H5VIE 20 mgkg/day DG, & OEEDLE
1%0.5~2 g/day Th o7, TBRWIHEIL 6 G 16 » H L THENRON G-, FHEHEHA
LTI, BRAVIKT, EBfE, BE, STPOMRO b0 - T, 5
72 EDEFRIEIR, QOL 72 ETH LN, TOFHIGIELMEICL VA THY . IRV D
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29)

30)

31)

HEWVWIMELHITHEEENRDO LN EWIELH D, Dr=F K5 ILENT
BE DD &b —H 0 BE OERECHAIER, QOL IZZEE /R L, FHIIZEIMTH
Do

Guarnieri G. Carnitine metabolism in uremia. Am J Kidney Dis 2001; 38: Suppl 1, s63-7.”
Rﬂf$%1®ﬁw FroRAtEEZwm L E2—

£®%ﬁ%\Lﬁ\@ﬁ@ﬁﬁ7)—\F—&w\vaﬁw:%y%®QM%i
EDTND, INV=F U RZITMIE F—# /P 25 mmol/L LLF, g b—# /L3 10
mmol/gNCP & LT\ 5, 200G E 2 ODA X « TF U L ATOLE 2—DRRENH
FE . MEFAFREE . BT T ORER, DHRRER E DU NV =F AT DA AR RICTE
LOTND, BITEE TOMRDONT Y FLHRBROFHE WIS, BT A 0
% P TNH A X BERIR, IV=FUOHERETEVRHL L LTINS, Dkl

BITEREO T —H, Bl iddmind . &k, REEhEE. BELE (7707 K
mE\%ﬁﬁE\:ﬁﬂ?%\@mﬁ\I$ﬁﬁé§m)&k#@%ﬁ%ﬁf@@%m
THRAN—= IR THEIFEFINTNDHE LTINS,

Ho6rl WH. European best practice guidelines 14-16: inadequate response to epoetin. Nephrol Dial
Transplant 2000; 15: Suppl 4, 43-50."*

ERINOBHTRE CTORARNT T 7T 4 AHA RTA T, B ROEMAEHZ=#Ek 57
DIZHN=F  ODEEPHER SN TWD, £OF T, BN 13 » EiZBWT, Bk %
P& TCODN=F o OFERNPRE SRR LD CF L TEITEED 6.5% TUNL=F )
bt TWn5),

(ZOXITEINTHRAAFEZZDO THETTOAN=F AFKENBO LN TNDLR, £
DERZ T —HMOEITBEIZRONTND Z L AR LTVORIHTH D)

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

1988 SE £ TOBITRE ~D IV =F VIFEHRIED L B o —, RIFAHHEMEE R 2EE, 18
JEZMNT A . BRBAEEE CIIHARMEE L UL =F U RZIETR 5720, Ll
MIEBEAT EFE DD IO EHE RNV =F V RZIENRD Hiv, T bOBETIEA
WEF UFRER L DRWIIRE TR LTS, BITEEFED I I B
=F URZIENMFEL T, TORE TIIAN=F U FERIED R ZIEIR O SR
B 5,

<KW EhRE >

32)

Evans AM. Pharmacokinetics of L-carnitine. Clin Pharmacokinet 2003; 42: 941-67."
AN=F L ORERLE, INV=F L ORFNOOBEE AR, BIRMBE TORRI, H
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HEA~DOIV AL NT U AR—F— AN =F o F— ) ONTHERENTWS, &5
2. AN E SN L =T ORI E A AT _A ST o (BA). 254 1%
. P L s> 5 O elimination kinetics, BE TOHYENE/ E 2 F L O L Ea—,
KETOHRETF—2RELFIIEN TS, ZHUCk DL, EHIO BA IE 15.914.9%,
FEFNE 15.1553% TH Y RIETH o7z (A 12 KEEEIC2 g5 LT —%), it
DOIFFEF O T, 2 g REORGEIZE T 5 BAIT 10~20%TIEE BT 5, T<AHE
BEOEGE BAILTS% THDLMN, 2g B2 5 EFIRIEL 72V | 5.94 g Al G DHA
DBAIXS%THoT2EWVIMENRDH D, HL=F DK\ BA DKL, FFic L 2HiH
FIHENZ L5 MG LR TORNOIES ITRFT S L EZ LR TG, IL=F>
TAERN T, MIEY X7 1I23E E A EREE LWz, SREIKTABE T 5203,
ZOEE N EEFERILENS, ZOES )T T A %O TG L - T AL
BHEFF STV D, HA=F U RZIETIEZ OBHRIEOH P ~DBAT ORfE I 4 %
L THN=F U REBAELTND,

(3) HEMEFADEERABEE L TOREIRR

A L= BRE R OGLHEE T2 DL FICHIZE Lz (8 5-5) &
7 5-5 ARERM e HRE L OB E N A O Fo % P

wB4 | B
IERMARBEFIEIC LD WV =F L RZIE>
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
2V NREBEE R 105 AEHRR
EH 1T i 74 % T X ROMRHISEET D K

(ZVBET - Py 6 NUv, mAvr A Y aA Tl D AR M
) 7 13 Vv
75 B OJREHRE

1 X b=y FU TN B &S

568 & /NRHNZIS 1T D FEAE
F 33 BRRRAEES
712 & BT

HEI > B35 H AR A |
SR A I AR R RS 2

(W & yagRel) ™ J IEMER G I HIE (v =F 9 A 7 VR E)
K ENGERAGE R EAE (B FRILSR)

L IFar U7, SRBRMmAE
MNERERE~==27 | H28E R L T ORE

% A T BBIOZ 7 EORHE
(e L iRt ™ 3 W HRAOEREERICHT R (AR I B E)

4 TRMNME) A FEERINIAE
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B X% —(ta

2 fEMAEEEE (LR X OV b U EEAER O B

JiE

(W & iagRil) ®

New /NEFT  WETEH | H8 & SLRREET
2 fil ot
(FEILAL) ¥ TIL A T P R S
IV B AR
INREE SETEH IR | 15 e R EE
o) o T
I A R I e
WNERBE HAERSET | NEREEE R
AL EEAETEHE 4 |1 SRR
hit B A HEFE R F T

E AR B ACE e

NIRRT %6 R
(EEEp)

w8 E  RMHERE
A KRER

C AREIRICHIR

<JEAIME

)7 a gz

YA BN =F R ZIE>

2L a P O R IR SRR
XD EofENHTERD
<

(FA4 7« AT R)

84

6 27 alEoRIfER

<BHrICL D =F

RZIE >

BEIRBHT N> R w7
5 4 hR
(AT 4P A
VA A BE—TF T3
F) 8

IEF Rz 03 5 MmiEE bk
10 M ZEAT OA PHE
IV E  ERRIY 7256
32 iR EE

I &I

37 DRI R

IV DAIE & A4

VI KT

MEHT BEH OAPHE
& A 5
(Fyrse) %

132 MIENTHEE TH LN DIER
17 ffecisd « i e

< BPHE & DIGE

MBI THRED 7
T e v =2 TV SRR
Bl e NF T ARNCIAT-

II. JiE iR
8 g

PSS

(AARRAT 4 It

57__) 87

BITEEOMRE L EH | 3. BHE, it
(o) * 14 HL=F>

<R RFIEC LD VNV =F L RZHE>
1. The Metabolic & Molecular Bases of Inherited Disease (McGraw-Hill Medical Publishing Division,

eighth edition)

AFETl, Isovaleric Acidemia, Isolated 3-Methylcrotonyl-CoA Carboxylase, 3-Methylglutaconic
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Aciduria, Isobutyl-CoA Dehydrogenase Deficiency. 3-Hydroxyisobutylic Aciduria, Malonic
aciduria(Malonyl-CoA Decarboxylase deficiency (93 #) . 7'm EA VEEIME, A F/L~wa s
Be i fE (94 =) . X VERIMAE 1 B (95 %) | Medium Chain Acyl-CoA
Dehydrogenase(MCAD)Deficiency (101 ) (ZiX, DNV=F U BEEPEHTH D LiLHi I
THY, PlFZzokb5 58, 60~100 mg/kg/day & ik TV 5D

DRIV U NRRE FHEE 1T (ZABET - Dy oRy)
AEZIF, [—REINV=F O RZIECIE, D=F R OEEIL, 2R N PEAED
[RE 720F T2 < DAERH MK TSkt L CIERITHEN TH D, 7V ZAFRIE 1 K% O
Y EERRIE TlX, AERHEDOBREDT-DIZ, 50~100 mg/kg/day D5 %179, —
WD NV =F > DRZIEIZIE, IV =F % 50~100 mg/kg/day #8535, 7L 7 afig
DOEERBIWEFIK LTI, 50~100 mg/kg/day D 51 /L =F Afi#a 05 Z OISR 72 A OHE &
FHHARECTH D] R ENTHEHINTWD, £/, [H338 BEREES, Bywk, &
EFR 712 7 BE —EEE] S LTU TR IRk ahTnd
carnitine (/=T )
AN =F 2 RZIEDTEHR B L ORI OFFIRNIENFLA O 5RO UE (REEN
O har RUTA~DORAZEL, =XV F—RHHLETHD, )
R : 8~16 mg/kg/ H Z FFARMNTEA
/N 50~100 mg/kg/H % 2~3 53EIL T, 1 H 2~3 Bl O#HE 50 mg/kg/nl% 4~6
e 2 & ICERIRIN B 5 (B K 300 mg/kg/H)
A 0.33~1g/ml% 1 H 2~3 Ef& 05, 50 mg/kg/[0] % 4~6 e = & AZERARN B G-
(B K 300 mg/kg/H)

IEBIN DS SRR EE (W & iaih)

AREITHEMZE ) D O RACH B FIE ORER & JLWEFH DY B, 2 0iE B ofiE
EMZT-EFRETHD, TNENOHEBRTLEOTRLH L2, @HNILLTFTOLHIcE LD
T3,

AF v CBIAE, 7' BV ERIE R & O RMEAHEER S EE, PRI ER K SR
FRZIE? E OISR R FIETIZ, WA =F o BGIEFINETHY, Mh 7V —hr=
F B 20umol/L & & H7WE ANV =F U EFRETL, T i ) v AORE
JEBNZIX, m7 E=T MENRD G2 WEE Tl 7 UV — /1 =F BN 20pumol/L
ELLGEIIE, INV=F L oREETY, Ir=FrofbElL, REREICL-TEZE
SETHDLIN, WNV=F 2 T AR—F—KIEIETIX, 100~200 mg/kg/day, £ HENE ME
72 ETIE, 50~100 (200) mg/kg/day BNETH D, KRZIREEFH LT HHE121E, 20~30
mg/kg/day T+ T %,

4. NEREPREBE~=27 L (W& iR
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ARFEIX, Vademecum Metabolicum: Manual of Metabolic Pediatrics (Johannes Zschocke, Georg F.
Hoffmann) OFFRTH Y . ZWr, &, IWEOED HEZLH L I-EETHDLH, ZDOHFT,
EMRREOFAO—>L LT, [ Fay FUT7HIZ CoAMLBMNERT 2T~ TORE
TlX, #v=F (50-100 mg/kg/day) Z#h, T 7205, (3L A EDOFEBEMIE, | &R
INTND, £, W TORRIREDO—2L LT, HRESCHRANRIZLY ., Rk
YL (BEX I, Iv=F v DANRIAVTAE I VESEEZEER, | LafishTn
Do

ZOMoO/NEREEORERN L2 BEORICLHEGEDOFRRE TITRNVHDOD, Hr=F
REIEICKTT AN =F o BE5EOFRMENTZEH I TS

<HEFIME - ST RBRICE D DNV =F R EZIE>

5. /LT ORISR L0 KNG ERDT (FA47 - AT R)
KEOALT aBOBRWEAOETIX, I=F L ODRZIZLHEINERZP1E+ 5 BHTL-
AN=F  ORFAREPHEE STV D

BTN L DI N=F V REZIE>
6. BERBHT N RT v AW (AT AN AT A e f X —F T aTF L)

DNTIRE D A Gw 7 b BARH) 72 EE F TR LT FolFETH 5, AFITB N T

TV =F A U CHEENT D& OHE R ORFRIRAY 723 ME & L TUL FORR R & 5,

MREHT DA HE

1) AR O TEHOIE  BTRE N =F k535 & BITRpES N B3 5,

B IR 7256 /A

1) Erythropoiesis Stimulating Agents (ESA) fEHIPEE MO : 71V =F 1% ESA BUSTHEZ {2
HETDHREEERH Y, INV=F U NRY ZRZTF U ROSENSEGE LT L OREDRH D

. EOBINIZE LTI 622 Theu,

2)@%f&mf DIA : BmHT%IZ 20 mg/kg/day & 5T 5 L- /v =F RIED, DIiE %
WL THERTHDLZ L ERRTHET VAR L CFEET D, WIL=F U FED
BN, MO TREOTY 2AuR2F 2B E 35810, Sl E, H/1E T ThH
%o BEERIRIERIZ 0 BOUG L72 WERH K T 2 23 D IEREME O OAEDTERIZ S | L-
AN=F ATEIER S L2 H LR, 9~12 5 A TEERRITIUL, A =F 3f
EF_&ETH D,

3) MK T O BEEARREFT TIEBRM O NV =F COEEMETL, BFIZELDD
N=F CERLELDT S, I6IC, MRS EY L-Irv=FrinkrEEShsd, Lk
Mo T, BIBEDOHANDO I N=F AREIFET LTS, BfrE~D L- VL=
T OFNRNREEIC LD | 7). e, HRENUGET DTN & 5,
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7. MIRZENTRE OGS OHE & 3RS (FILAD)
RO FPRIOIEMFEE L TAONLV=F U REF LN, IV=F L ORZIZEVI bar R
T ~ORBIHEME T T 25 &, 23X — R OREE N A U CRpRSE o H BB A3
MT2HEEEINTNS LRSI TND,

8. MIKBNTHIATRED v T T« ~==27 v JEWRH « b T TNABNCHTZFER (BARAT ¢
HILk K —)
BHTA S v 7 O H & DFEBITENLD KD BTHICHET 52 OIERL N7 720 |k
I, ZORERRINTEETHD, KAETIE, BTET T, BEILV=F U RZREEIC
bHDHEVDOITWD, s, LHEE, =) 2R F U \PIHE LR E03 e 25513,
FRIZIBR A ZET 5, KETIEH, FHETITEITEIC 20 mgkg, &0 TIE1 H 660~990 mg
BETDHLEHREIN TS Z ERRH STV D,

9. BITHE OB L EH (PIEF)
BHTRE ORIEM IR EE L EH LS Bl T D, REIXZO/IR &% - FHEOFEERIC
OWTHHENOSERINTR LI D TH Y TE) | [EITEEICRIT 2 B E & 2E
fll, =Rl KO MEEERE] RS Tnsd,
BITBEOIN=F o Ta 7 7 A MZHONT, [T I =F 3B Sne s, K
31 DOWERE NV =F ANFTBENT SN D T2 O MIRENT %K T2, BT L VBRES DM
B DOHNV=F VBEIFEFEORFHMHELIZER S SN THDH, Ll IL=F
YDIXTT A4 TINT L APPNE L THOBNFERDRL 2D EHRANOR AV =F &K
TT2, BRETIET IVNAINL=F L DI VT TV AMEFRT A0, TIAhL=F
DOMBRENEINT 2 EEZEZHNTWD, | ERElishTnbd,
Fo BHLBEE LT (BITREBEICL- IV =F o 2% 545 2 L2k 0B ofli
ORI, B OFMG & EERE MK T, A, A=EEET, &MY 27U 'Y e
NEETHERESNTWD, D-IA=F A EICL Y FHELZ RSO, DL-B/L
=FUFEGTRETRY, L-IAV=F a0 (1~2g/day) F72ITREEAR BT TR
IZ3~20 mg/kg) TEHT 5, | LRl TWD,

(4) ZEXFEBEOZEAA FS5 4 o~DEHRKR

FERRHRFIECEH L TOTA RT A o ZLFICRE Lz, AT, [ 07 L~ REAIC
PEORLNWA Y U —= 0 FRBRRBOIGEIES ) PREOTH L, £72. EHTTIL, The
National Kidney Foundation Kidney Disease Outcomes Quality Initiative (KDOQI) CK[E) D4 A
RIA4 Wb D,

I RRHHEEIEICE L COHA RTA4 0>
1. T A AEAICLEI T LWAR Y U —= 0 FRISBER OIS BEIES) . WE
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Fegk L7 KRR EHBEERAS aBibEN BBUMAFEERY
AITA RTA Tk, B EEBERORROFAINE TR SN T, AHERH RS
WIEIRREO—RFHELE LT, Ir=Fro&biZ, afonE ([L-hr=Fr (F
ERERE VO WMENDH D, TIRSNL TR | ) KOERBkER ([L-Ir=F> (30
~200 mg/kg/H) ®EO#E] ) IZRFOENTW5D, T, IEVERHI EIEIC R 5 150%
DOFHIE LT, hr=F 1%, BEEBEMBRORHRFIIIOMT IV =F v 2E=H —,
QOIN=F 7L ANV T AT =T —F-1 REBJEIITHEEG LR, QL-Iv=F>
(30~200 mg/kg/H . 43 3) . H8 - MBI OB R T ITIL, OMFINV=Fr%E=
—, @L-Iv=F> (30~200mgkg/H., 773) L RINTVD
Zo TiBEES TliX, 2o T A~ RACL DA ) —=0 P TREEND 22 RO FO
16 R THNL=F VIOV TCRIB I N TV D, JREELHTIL, —KEDI L =F
RZIETIE, L-AN=F OG5 &L, 50~200 mg/ke/day, %@@@*ﬁﬁﬁw:%ym
ZHETTIE, AN 30~150 mg/kg/day UL EM O &, ZEH XX 30~
150 mg/kg/day & xS TV 5, LAT _ﬁ,m\_&®£ﬁ@%%*+bf: (% 5-6) .

#56 RETLOW N =F o BEIZHET HME

. P - B
AR o L
AF~n Rl | hv=F o kE R | hv=F s hr=F (kv
JiE RENTHRNDOT, Khigk | F°) ZROAIC 50-150 mg/ke/ H
THHL, ERCOREBERS | #5725, 7V —Hr=FroMF
BEMT 5, BEDOSLE | REIE 50 nmol/mL (8.1mg/L) LA L%
200-300 mg/kg/H. RO DY | BiEIZT 5,
AL A v F v ®100-150
mg/kg/ H 53 5,
TREFVBRIIE | A F v r CBOEOCEA | EX IV B ERGHEA T L
ERIC, E&ﬁuf@%féﬁ{ﬁ G55,
B 7 hFAT—F | — BEAR (1.520gkgH) BEIDS
RABE nTnws, sr=Fr&E5 7V
VEEDNFETH o7 LW D AR
»H 5D,
AV ERERBMAE | hr=F1 100 mgkg/H, | BL=F > :50—100 mg/ke/H
FHEDBIET D,
AF7 v h=)v | oA FEEE B IE & R | EERE KD V=T v EIC kL
7 U PRYE BRICEERKICLE D2 a ) | UIhv=Fr (= ILF L %
—hH, 7Y F— X4 | 50-100 mg/kg/ H & 535,
. HA=F mFER L &
05,
E RaX AT | I=F o BEMOMGER | EWRik AKX v =F U iEICx L
7V 2OV ILE H.HL<IFs50mgkg/BE 6| THAL=F v (A ILF e %
RERD RS FE (RFRARAGR) o | 30-100 mg/kg/ A 54 5,
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< VF IV VR
x5 —BRBJE

HCS KABJE O 2V HIEE I
AT~ o GE O 2k
WERICHEL 5,

TN =F v AR IV =F fSEIT %t
LCixn=Frz2&53%,

T EVERIME 1

);IFE

TN =F v BEMOfGER
5. HL<IE 50 mgkg % 6
IRF R e (AR

WpRyE - VAR 7 7 £ (10 mg/kg/
H) KO LF 2 (100150
mg/kg/H) ZHE5T %,

MY ¥ TR TR (60-90
umol/L) 12, 7 U —J/L=F
1% 60100 pmol/L (9.7-16.1 mg/L) &
o HICHERET 5 L 9 I G B A R
ERAE

457 3 L -CoA
i K SR % 3R R HRE

BDIV=F T 7V — v =F B 15 nmol/mL (2.4
mg/L) LLFIZR LRI HICT 5,

W& 8E 7 v
-CoA Mhi/KFEMEH
RABIE

DNV =F I F 7Y —h=F EBEN 15 nmol/mL (2.4
mg/L) U TFIZR6RNEIC T=rvhnFr) %535,

—BHRE SR/ R 3-
E ReXxo7in
-CoA ik EFEHR
RABIE

HNV=F T M7 — B =F L PEEEN 15 nmol/mL (2.4
mg/L) LLFIZR bR 0L H1ICT 5,

T =F N2
KANLVFT LR
= 5 — [l KIBJE

HNV=F AT 7 Y — T =F PR 15 nmol/mL (2.4
mg/L) LAFIZRbRnE 51t 5,

TN =F T )
T =F ~7
2 v J— BRI

HNV=F U HFE M7V — B =F P 15 nmol/mL (2.4
mg/L) LAFIZR B2 0E91I2T 5,

RN =F
RZIE (Fv=F
VNI UAR—H
FLHE)

M7V =N =F RENEFGEEICRTND L O, L-Ar=
Fr (/AN F ) 50~200 mgkg/ H RIS E 5, IRALTHA
HIZRPIZEKRDbNADOT, 1 H2FED G 3 AN TRASES
FFnx kN,

T A VERIE 11
9;}1]

BN =F o FEE 0 100-150 mg/kg/ H 2 IR &1 5,

v kv E 1
Ay L 8Y)

M OIEHE (F)ID 90 77 DIEH) Hv=F > : 30~50 mg/kg/
— H

BMEW ORI (£ D% D 24 Fefil 4 OTR
U3)

v =F > :30~50 mg/kg/H

HCS : R a BV RF L T —VEmiEESH

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

aciduria type I) *°

2003 ALK, FEOBAZ N 1975 ~2005 £ L TOXLHZ BRI L E2—L, &56I2
TS 35 Jigk T 279 4 DBFE 2B L CEER Z v 28 7 v a FAMREMTOIh, £l b
DFERZ S LIZRB EIREICET A TA RT7A4 U RAFRIN, ZIVZVERIRIE 1 BIREIC
BIFLIN=F o ENFRINTWD, ZORT (DA =F ATTNVFNVEERE T RO
BT EERG INDOIRXETH D, IR NV=F  RZIEOTEHIZIX, 100 mg/kg/day
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DORROPEH 2TV, BHERERITMP DN =T VRBENEFREZROLIICHET LI XTH
5o 6 LA T O/ T, BE X 50 mg/kg/day Ofk 085120 E, TR RN H DHEEC
I N=F U OEZFEL TITY, | ERE#HIN TS,

3. Task force guidelines handbook: EFNS guidelines on diagnosis and management of fatty acid
mitochondrial disorders’ (EFNS : European Federation of Neurological Societies)
KRATA RTA 0%, BSEMENIEE - X Far RY TRFEEOT ©F v ATESW o2l &R
WaHICREISNTZDOTHY | ARTMMEOE T —FX—2AZREL T
ZAEWELTE LD, #HRININEL L TUL, IV =F U T AR—F—R
HIE Tl W =F AN DAHECM ORI EZ RIET 5, & DIEFITIX, WLv=F
VHFIC KD DR AR T S Z LA TE D, AL T DI B TOI L =F 2 Dkh
BE AT DL L- I =F O GEITENFED 5L 5D 100~600 mg/kg/day T &
Do fH2 NITiE, M L-L 2 E U CTREES 5 2 LB, BIVERIE TR L O R LISk
IS S Cunen, E72, 8T U b-CoA Bk s KIBAE, —BERESE RIIEIZIT,
LAN=F o DERGII RN =F o REZETHTHOICAHTHDL, | Lidfish
TWb, IARIRER I NV =F 2 RZE (Muscle carnitine deficiency) TiX, L-1/L=F >0
MAREFERNY 7V Y FEBRZ OEF TR THoT LRI NTND, S HITRH
3-b R 7 2b-CoA Bi/KFEEEFE RBIE & 8T 2 /1-CoA /KR EE SR RABSE DIRHIE
IR CT, ZEEzET S 2L, MK IR, BREVREE252. “REDNV=F U RZIE
ZITEDIC N =F L OMEPAINTH L., LI T,

<BTDOITA RTA >

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’
KITA BT A 2Tk, BPERNEE OB OB MOIGHI TD L-B v =F > Ol 2 #4535
TETVAFART D THD EENTND,

6. R TORARIKKE (BB RUFEHAEREIZONT
(1) BEZRBIZEDIEAMBTORFERRE (BEE) HIZDOU\T

B T ERENOOHIIITLO LBV TH D,

1. ZEnLOHEEE

2006 12 A 11 H @ BAERMRH BT FS L0 —)E, ZREI NV =F V RZIEICKTT 5
e « DRI - HEEOKEFH ML TARBFEOMN 2 EiE T o BHEE
e

2007 43 H 26 A : #EHEAN BANER S IV FIRROEEE A 258,
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2. BAEGHEE & O

2007 42 H 13 H : BAFEE I BEBEMIZIES < = B VT U BEO B IE R & OHE -
DR FEE A EERFO IO THE LG L. BRI OS2I LT
BEELZT RPN OFEEITT>TE T,

FRATRIE - WISHFEDORFIRI G L 720 . AEIOEEHEHIZE S,

7ok, BEAKGR O AR ICBWT, ZREDINV=F U RZIEOFD 2 RE (T4 @
mf&@%%wvm/%mf)®ﬁ%ﬁ%ﬁ$kbf EELIZERIT. UTOEEY TH
%,

W), DRI T DA RE R O A 2 #Sr 2 XS MRt s iz, — T Bv
ﬁ%/ﬁif’ﬂféﬁﬁi W, —REINV=F U REZIE~OBEZITHE D 720 H D
D ZIRMETI IV =F 2 RZIE T o L A HEBRE R FIE~DOF 2 CMIREN D OFEN IR |
BARMIENEENT, ZOXIRERNDLIN=F U REIE~DORIE O &M L.
I ISR EE NS < M L = F o RZIEE L CHIRREDH 5 7o A
FRIMIE & N A F b~ v CRRIE 2 PGB L U CERGE LT,

(2) BEZARICR DA TORKABRBER VERKRERARERERIZONT

BT ERENOOHIIITLO LBV TH D,

1. PR o

PEY®
2. B FHERE
(1) 5 Rl A

AFNE 1990 4 3 A 30 HICAR SV TLARE, 10 £ O HEGERE 2170, 288 6 2 [N
Uiz, INEE L7- 288 oo, T5h6E - ZhEYE]) 1% 86 B, [ZhEE - ZhRDIANOIER]) & LT
X 202 BIBSIEE SN2, 2 DIE—kME, RO I NV =F P RZIETH T, ZOHE
HERIOT2RER - Fifgix, v mfigrh N UAICE &7 oE=7 mE (79 F) | 12
HEEREICBT ARV =F e 2361) . I b=y RUTHEAE (18 #1) . OTC X1
SE (14 ) . CPS KIESE (6 f5) . ZAZABERIE A 4 ) | ~VF I LI AR
T—EREIE @) 2ETHY, ST rEFT M) UAICLDET UE=T MAE~OfH
MPEMLTEL, RNTEEBAR2ICBIT 2RI NV=F V E~OHERREZ o7 (G 6-1
ZH)

#6-1 MEHEGERA CIUE Sz 7 e B RRISE X T A F L~ v R fE LA O SE B —

%:
TKERDZNHE « RN DIEF OWGR | FilEk | KB OZNHE « WA DIEF D | BiEL
iR
N 7aErF ) oML AETY | 79 | FEZ N — R B LR R 1
=7 MJE JRIE
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‘I

BEEARARICBIT AR v=F | 23 | TS b= 2BEsY | 1]

JiE M fiE

I b=y R T HAIE 18 | F 7 uih C BLEROKT 1
e

OTC KHHJE 14 | Fhrwvs C BkEERSSR | 1
FEIE (—amPE)

CPS K{HJE 6 | Bu ¥ — VERIRIE 1

7V Z VIR RAE 11 Y 4 | Complex I R{BIC L 2 m#fem | 1
it DU

< IVT T IIINVRF VT — B RABE 4 S R e LI e 1

A Y EH R ME 3 | TY-CoA TA Rt —| 1
B RIBSE DR

Leigh i 3 | FAT—EXREE 1

7 VB VERIRAE 177 3 BV E R K B SR R R E 1
D EEUN

EHVEH IV =F L RIBIE 3 RENIFE B ER(L R O Lo 1

AV VB IRIE 2 | JIIKIARBA @ metabolic acidosis 1

A—Tnay T IRIE 2 | ERMEE R EE 1

VAT ERIE 2 | IA=F U RZIE 1

HEWGER AT B B 2 BB v =F o RIESE 1

SMERNIE 2 —RMEEHEEI V=T RZ 1
JiE

PR ARELIEIE 2 FERMI AT — 1

w7 rE=T ME (RIKARE) 2 AT vk UE) 1

8T 2 L-CoA Wil /K B RABIE 2 PREFREME O I 1

e

TV B VERPRIE 1 7 A JEGERE 1

A R I D EE L 1 b2 M R 1

(Neonatal hemochromatosis (Z & 5 AT

ARA)

AF I~ RO EE 1 =7 =T ME 1

CPS #7 KAESE 1|5 202

OTC: ornithine transcarbamylase, CPS: carbamylphosphate synthetase

SEIOELENFIRDLIN=F V RZIED I H, RPO IALT g M) v LAZE D5
TrE=TMAE] & MEEEARARICBT AR V=F UME] & [Zomohr=F 2K
ZIE] LT, Z2ommoREE TERMERBEEEFICL DI V=F U RZHE (Fes
VEEMGE, A TF~u CEBRIEEET) | L LTHRO W, BUTOREEZB X D EEHIC
OWTHER LT, 7ok, EHRERTHEHO 35 il 1 A FEHEEGERFO 12 fl2FkR< 241
BHZOWTHRF LTz, F7o, KE kg H72 0 O G&EI1X, | A& G &L &5 H 0¥
BIRE TR L CEHE LTz,

ZORER, L-Dv=F it & LT 60 mgkg 282 THRE SNIERNL, e RMH
BEIEEIZ LD IN=F VRZIE] 1E, 169 61D 5 6 58 i, TZDMD TN =F » RZIE)
TE7R2HBD9H3FITHoT,
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3. IAFRITHR

[ (1) EAEACEGAER, RIS ARR L E L COWRSRM) (2R Lz
FAEATV, PubMed |Z THRBAL ZMREEL L, JEFIRE KR OSHE : 9555, HABE TMREE
L7z, 26D 5 b, WN=F  HEORHENH 5 CH (K 200 @) ZHiET5E. L-
TNV =F o DOFEEEIX, — IRV =F 2 RZIEIZIX 100~400 mg/kg/day, 7 /v & VIR MLAE
I RZ1% 100 mg/kg/day, 1 Y HEBRIMIEIZIZ, MHPOT ANV =F OREIZL > T, K
&ﬂ;(&8~6pmmUL)Tfi30~50ngkgﬂ@krmkd§(2L7umdﬂJ§TF)T?ilOOmgkgmw\
7'u A VERIIIE KON A TV~ v U FRIIUE O EEIC X, #HE T 250~500 mg/kg/day, £
TBHEITIE 100 mg/kg/day & s ST\, e e j‘/ﬁkﬁllr A F )L~ ERIE LIS O
HRERE . ISR SR FIECH RSN =F U REVELTWVAR, — kDL =F
VRZIEIZHAR TR 058 (30~100 mg/kg/day) TIEHE L TWAHHRENZV, KHD
HWEIZBWTH [FEEROMB M A HELZZ S 41525, HIZ1E 300 mg/kg/day Z #5- L TV 2IEH]$ R
b7,

7. DHBEOZLMIZTDONT
(1) BEERRIZEANEAZBHFEZIETUVARVBARANZE IT2EHEOREETMIZD
T

<TNVHINT B (LR BIV=F UHEAEY)) OFHEICB W T LRI =F B3 5 SCREE
WD Z L DOEEHEITHONT >

TIOVINT UEEDOHNRTIE VAR IV =F e (Eey) Th D, WSV TIRGE ST
WHHIN= b= (T~ - ZUth) OFEAIRERIZLV AR N=F 2 (7Y —K) 2H%)

oy L5,

A RIOHEALICBE T D AFHFEICBWT, 7 U —{RICBT 2 CE 2 RILE LTHWD Z &
ﬁﬂ%#EQ#ﬁﬂ%ﬁoto

F9. kL 7 ) RO E R A B LT BRRBRE 2 R L2, oo
776

Wz, e & 7 ) —(KRENENTHEME S N YRR O R 2 IR T 5 2 L 2/HREHL
Tl IN=FrELTRILEOE D E 7V — R ERE LR RIS -5, £i2,
5. (1) IZFi#iL7zEBY, INV=F U IEMRLOEBELZRT N, IL=F L
TR D58 CHEE SN EYBERERRN D5 DN EWENE T A — X 2B EBMEL
THT 5 Z LIFRYTIERneEEZ 2 b,

iz, Bk & 7V — RO R ENENOREF S OEHEORGF 21T 72, —KIZ

O 5K DI TR LT IS (EE KO INES D72, ke 7 ) —KoznEin
DTN Gl L7z v =F o OFEWEhRE (BRI, oA, G, JRlh) IZIEEN RN EE X
Bz, b LENELD ETHUE, k& 7 U — RO KDL K O 1 0 B
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DO OEHEREOHEICL DD EEZEX LN, 2L OEBEOMEL R 5 Z & T,
Wk 7 ) —(KOEYBREDOFELRFTT it bhnd Bz oniz, £7. #Hil
Ml 7 ) —ROK~OEMEZ, WInbEmnZ eEnmbonTng, £z, ke 7 —
ROBFIN O OFEHMEIL, T B AR AMEIR M KO USPH O HRBRIC B W
T, WITNHHESNTHDLZ ENHALNTND, ZNHLDI Enb, IL=Fr Lt L H%
D& () ot 7 U —IKoFINHIL, HEEIZBWD THESSNIZ AV =F T
LEEZLNE, THOOHEBMNS, WEHNO T U —KICET S TN, ST RISV RS
BE TR, TSR TE S LB X T,

(JE) r=F L LTCOBTHRET I L, 7 U —{K 100 mg 1THEALDK 123 mg IZFHY T 5,

<HWRE + DRI HONT>

BE, BBEIZBWTEARIN TV DARAONGE « hRIT. ERMERFRFTIEDO > 7 r
FUBRMIAE L A F L~ a VRIEICBIT D LRIV =F U RZOSEEL > TS, —F,
FRIZBNTE, [—REI NV =F o RZIERRZEOMO —RIEI NV =F V REZIE] &72->T
BY, INV=F U NI UAR—Z —BEEEO =R N =F V RZIEITINZ T, INV=F
YDRZHEEL DI D IR RYERGE S E S SEA O BIEH L MR OFEHTIZ LD ZRIED
NW=F U RZIEIZOWT HEIGZILRT D Z EARO BTN D,

ZHUZHOWTIE, £7, SRIOABFEOXG L o - BhEE - hROIEKIT, AFNZBET S
FNHKE RN T2 BRI v =F R Z” IRIEDRIE, fREPNICERICER L
7o A= ORSA~OPEE, “TrEd =R e ha v R THEREDR#
FOMRIE) OFEFAICE T, A FIBEMONE LB 2 bz, Wi, —HOMEILD
LHH3, OKE - EE - ME - ALAEICBW TS, BENH S T2EE - hRICET D EIS RO 5
NTEH, Fio, RN RFEL OCEANED DV =F  RZIEIZOW T, 2FICEET
L EBMICEL BRI EE CLEEARBO O, 5, ENICBWTH, BEEOREE -
ShRC BT DIEFIRE 2N B 0 BEIRE A OFERENH D L RBD LN DHI1EN, FERMERBH RIS
LN =F V REZIEIC OV TUIIBERHIMER S LT 5,

<ML - AEIZSWT>

BE, BPETAR SN T D AR OB &L, @% 30~60 mgkg/day (Eik¥mE L) &
2o TWND, — . BEIZBWTIEL, 1 HY72V 150 mg/kg Gk & LC) F CHEEAEE

THZENRDENTWND,

AU OWT, KE - E - AAETIEE, KEL7Z0 OHEREHEO ERIZWVTIU S 100 mg/kg/day
(ZV =KL L) ITHRESNTND, B, ZADLDOETIE, RACKHLTITE KRN
FRED, MEICEDARVHERRESN TN D, (RADKEE 65kg & L THE L-HA.
RO EREX VD VWEICHY T 5,) EETIE, #HIEHED LIRIX 200 mg/kg/day (7 U
—iRE LQO), MRS TEFEICH L TUIAREIZL ST 1 gday (7 U —IKELQ) IZRRESNT
BY, FERICE > THET D Z L8N RRBRERE2ITIE T Y —K L LT 400
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mg/kg/day £ TOEREGENBOONLIGEbHDH, 1272 L., BIKEREZHR LN OHEET 52
EREWRIC AT, A XY A o MIER I =F VRERORE OREKIKEL £ =
Z—F5HLLINTVDHZ L, ROMEENTROIRFICEE L TiE, v =F » OFRIREH
OWENEFE CEELRBER EOGRENE LN TV IHEEICORE ST HEOHRRH 5, F
7o, RICET 2 EBRICEA R BREE T, #E5ET 5 BRE L LT 100 mg/kg/day (7Y
— k& L) OREPRD LN, ENOEFRE T, HEEICERH L0, BEOES
& LR (60 mg/kg/day, Hifbne LC) 2B TG LIEERERREOOND, o RIENHRE
JEIC R DN =F  REFEIZKTT HENOBRETA 74 BV TTHED ERE LT,
KEFETOHEAZEOHFHMAN—HZN L0 Em WG E (R & LT 200 mg/kg/day) F
TRENTWS, £, AFOMHEARBEREICE T, BITOARHAED LRE#E 2 TS
SNTIEBIDOFMEDFHEARE RIZTROBED LBV ThH 5,

<BE>

RSB D L =F U RZIEICB W THITORRBO HE LB 2 THREG S 5EH
DA MEOFHIAEFRIZILL T DO LB ThoTo,

SRR R FIEEICL DNV =F VRZIE (a4 VBIIE, A Fv~n U BRIEZ 5
ie) 186 FlDH T, (KEHZ Y OG- ENFIHEATREZ 169 IR & LT 60 mg/kg ZH X
THG- SNITIEGNTL 58 Bld 0 . FHUEDS 11 6, 0 26 ], 00U 10 61, RZE 4 4,
HERREN THITH -7z,

FOMDIIN=F U RZIE (VT ufgt M) v ALK DET =T ME R EMEE AR
IZB T DRI NV =F MSE) 102 FIOH T, KEHZY ORGENEFHRER R 72 fi ., ik
¥ & LT 60 mgkg Z#8 2 TG SNEFIEZ3IFH Y . 1 FITFEPHKET 2 HlITkETH -
77

(2) ZEERNBICEAINBEANICETSHIETVARVBRANCIE T 52FLEOREFTHEIZD
ANE

A EIOHACIZET DN FEICB W T, 7 U —{KIZBET 25 SCHRE A RILE L THWD Z &
A[BEDN E 9 MORFHNZ SOV T, [(1) BERNRFIERIAEANCB T2 T A K H
RNZBIT DEIMEORETHMIZ DWW T (ZFcHE L7,

1. ENOHRA SCEIZB T 2E8IEHRIZOWT
ARNOERAT CECFTRH S NTZEWERIZLL T EBY TH D,
FHATIER 293 Bl 9 5] (3.07%) IZEIERAZED HILTWD, KGRI L OVFHF AL T )

ML/ 1% A1
{HAba BACIR, TR, 8{E, AR
Z DAt BRIEIAIE, MR, %
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2. WNDORS LEZFICB T 2 ZMEH
WSO LR v =F BN ORA SCELEICEEH STV 2 BIER S O R 2MEE#RIZE 7-1

DEBYTHD,
£ 7-1 U DOURK SCRFREL D B DL 2V #

B4, HINFEE:
< K[E > < ADVERSE REACTION >
CARNITOR Tablets | L-X|% DL-H A =F > DEHMCHELRAICED . —BIEOIE
(330 mg) SRONEM:, BEEIEEL, OV R E W o T 2 22 IR EE AL
CARNITOR Oral FRHE SN TVA DL- I A=F L #IRA LT3 RSB
Solution (1 g per 10mL | 5 7, = ez pir o 5 486 J1 2 A8 #1285 S ALC U B, IEIKICHE S LT
multidose) . N o -
CARNITOR SF CARNITOR (L ARH L =F ) EOEHNC X 2 L& RORIVE
Sugar-Free Oral Aix, R Z2 T CTIRHAT 5. XUIHRT D Z &2 &k - CTlET

Solution (1 g per 10 mL
multidose)

HZENTED, HEOHEIZEIY, & TIZH N TW LA L
B U 72 AR B ST L E SR DS i, SUTTH R T 5, 5% B
BLTHS 1 EE, ROHE L%, BRSOV THEEIS
F=S—T D,

BEAE (seizures) DOEEFEOFEIZ)H b BT, O XIXEFHEL A
AN =F AN L DIREPITFEAE (seizures) DAEL DT ENH D
L. mEIRTWS, FBIE (seizures) DEEED & 5 B Tl

FEAEBASE N OV SUIREEE DGR T2 & OWENRH 5,

L-Carn Trinkl6sung, 1
g Levocarnitin/ 10 ml,
Fliissigkeit zum

< J[F > < Undesirable effects >

Carnitor 330 mg RO VAR N=F OO G TR 225 B0 B i O Rk

Tablets ENHRE SN TWD, 2O IE—rRy et X & 50MRM- . BEEH
RLNFIEE T,
BHEEOMET, BELTOWDIEA, HANCEE#H T 5 BH DK
BUTBEMBIER 2 U LIS THA S8 5,
BAREIX, BHEOREVOEOMSCHEZMIETLE ZITITMH
BILE=H—TDHRETH D,

<Jh[E > <HEIVEM >

BIER ORI L T O3 BSEE R 2SN T T 72,
iz 6O T i AEEE : 1/10 LA B
EAEEE - 1/10 RN 1/100 LA E

Einnehmen I © 17100 AR37>5 1/1000 LA 1
F AU 1 1/1000 A5 22> 1/10000 LA 1
Fi2sD T E AL 0 1/10000 A F 7= (348 E A
BT D WREMED B D EIVE -
—&1Z, L-Carn NHRIE D ARMIIMO CRHTHD, Lizh-o
T, VARINV=F ORWERIZ, I LBEINR Y, L
RAN=F ORA%E., FICEHETRHA L&, FHICE
Oy EHEFEZIXTFTRPEZDZERH D,
[FARICRBE D BE Tl EHICHEIEDIMEN 2 STz,
Bk 7R EB Tl VARV =F o OG5 (M I VR B 52
ENT-ZERBH DN, BEMORIENRE & O BEEME IR S
Mo T,
ZD XS AR L-CarnNIRIEORA 29 <z ik L, LD
TR FIEICHOWTC, BRI EFHRRT H 2 &,

< [E > <RIEH >
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Nefrocarnit Lésung BER OFARIZLL T ORBUBHEIZFE SN TITo 72,

zum Einnehmen D CTEAEE (> 1/10), m#EE (> 17100, < 1/10), K4E (>
1/1,000, <1/100). F#U (>1/10,000. <1/1,000). D TEH (<
1/10,000) . BAEARH (A FT—F2 0 ORBEHEOR TN TE 22
Pol=H D),

A (>1/1,000. < 1/100)

VARBD N =F Rl OMERAE 1-3g THRE LRI, (KHEE
THELL K ONEEFRO BTz,
fiHTEN (< 1/10,000, fEBIGER]Z & Te)

VAR =F o OfF A XALFRIRE 512 £ 0 fiRsd T E AT A
FHL LT, ERINEOBE I, ORI & OV UL EE
ENERETDHEOMEND D,

D TENIZ, BHETOREMERE TRD X S KRN REELT
LZENDD,

<ALE > <LFELL RWIHE>

LEVOCARNIL 100 L-Z NV =F > O & GB35 mHEEAITRE I T
mg/ml solution buvable | v, S NE L OB E L ZRAVEFL. EL, g, R
72l BBcET L0 THD, HEN 1 BEH-V 3g 5 B2 D
L RIERIER (AoBw) BNEULIEBRNLRH S,

1997 4 6 A5 2003 4F 6 HE CoMMICROKEEG 227
519,798 4 D EFE I NIEFIZ X 585251772 136,595 £ D
BB T rRGOERLE=ZY) VI EMREEICLN
WX, ME SN 1ITVEFIO S B, N 114, FEEN 11HTH
ST, ZNHONERIE L-B v =F L OFERE ORIZIE, 50
BAMR LAEH S e o 7z,

3. RIIC BT B REVERH

il FHAE AR Clx, Btz oW TiE, 288 BIOMNTRIGD T 9 ] 15 fEDRIER 2SS
Shiz (RIERZBUERIE @ 3.13%), £ 0 2 HIH(LERE (AR, T/, #RE, 85
BZi) 28 4 Bl 6 tEembE Motz TS OEILEREIC OV TIIBEICHEH EOEE D
BITEROEIZFE#HK S LTV 5,

SR DOELERNFIANRDIIN=F VRZIED H 6, THERERBEREEEIZL LIV =F K
ZIHE (N7 M) DA EDET =T ME K OMEEBAREICBIT IR V=T
VIMJESNDFEF], v B4 UERIE, A F~a URBRINEEZETe) | KON [Z0Mo b v
=FURZIE KNV TaEF NI U AL DET RS TEF&U&@WTA BT HIK
TV =F U MAE) | DALY & LT 60 mg/kg &8 x5 5 HNCE T B EIERREBURIULLLT
DEBYTHoT,

ERMERB R EIES L D DN =F o RZIE>

KEHTZ Y OFGENFIHEATHEZR 169 #ild, Mk & LT 60 mgkg 2 TE I
JEBNX 58 Bl . Z DN, B bLIZREWERIL. 461 8 T, 1B TTRH TR )
D2, 1N TEEmEE] TR o% 24, 1FI TiR) o1, 16 TFE
E O1HETHY, WTNEBEMDOERTh o7,

< E DD TNV =F IR ZIE>
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KEH =Y ORGEDFHEREZ: 72 il b & L T 60 mg/kg % 2 TG S L7
L3 -0, RIWER ORRD B ITIEFIL 72 0o Tz,

Ieds. BERGETAE TR LCAWER O T, HEHRLE LT3R CRIN) 25 1 Bl
ShTWDS (e - R, ML - HENOMEH) 25, BEK 10 F4£I1C 1 MO HFEH LAFA
FEAfETICEE LTS Z & L0 A& OBEMITRE LR L T\ 5,

AR OEENTRINDILIE - IR K OBREA ST 2 BEF IOV TR LT,

288 B DLZEMEMNTRI G D H B 15 A O/NE~OERFNL 208 Bl THY, ZDOHFT 7
B 11 HEORIWER D FE O BTz, 208 Bl TILIL - ShIE~DEHBIL, 133 FlTZDH T 4
Bl S HRICRIER RO DR, WINHEER O TIEholz, B b FTERIL,
R 23 2 40, THEERIEARG ). TR, T#REE) AENZEN 1 Th o7z, IR - ShiE~D
ERG] 133 D 5 H . KEY Y OFG-EAFHEATREZ 106 FlF, Wk & LT 60 mgkg &
R TG S TAERIL 40 B (62.5~406.3 mg/kg) T -7z,

Fo. BREEBEZA0FT 2 BE ST 2L 36 FH Y. ZOHT 14 4 FORIVER T
Do, ROOLNREWEMIL TEmFE] TRKBOE) NEREN 2T, WTFLbEE
FEix T CHRIRI TEIE) CThotz, Eio, BHTEE~OMAFNL 23 Fld 7=, Fl
TER DR B ITIEFNZ A2 o 72,

- FOAE FH EGRTIR A LS T 1990 FE DR FEBHARLARE . T2 IZINEE L 72 B 8 RIE R 8 #
§ETH V. TOWNFITFEZ ., CKHM, SR, PEZR M NOS, JIFfEF ., MR, CPK 4
m, &7 rE=TIMAE (% 1) T, WInbIEEERE Th o7 (IRUSMNIT TR,
EROFT, ARIOEENFIRD ERERBHEFEEFICLI DI V=F U RZAE] XU
(ZDOMD T N=F L RZIE] EFFETE DIEFNLRND, 60 mgkg 2 THEII
T ENHERTEDIEMIZ 2 FI 2 TH Y . ZORIERAOWNRIL, CK#EN (L LT o8
mg/kg) D161 4EE . fFREE (e LT 136 mgkg) D16 14ETH-7= (Ekod
B0, 24FE bRM - FEEE),

Fo AR -SIRICRO ENTEIERIZ 3B 3 Th o7, RO LNZRIERIX 382 [CK
gy THFEESE ) ¢, W bR RIER Clizlfix TeE) Thotz, £2. BREZS
OF9 2 EFCREWERIE TRy o 1 6] 1 <, EEEIX 84 &Fx (AE) Thotz
(B ERA - BRA),

PLb, ZHVETH O 10 R O RRETRARE R & BIWER - BYYE ARG 2R A LT
RN B, AR OEENFIRD WV =F V RZIE~OES RO & LT 60 mg/kg
AR CHRE SNTEGNCBE LT, EZ RS 2 RIIR S Tninbn LBz 2,
Flo, VARAINV=F D7) —REFDOENOB RN GIE, Bk KA CTEER
BWERRIAEL TN Enh, et E BETREZ &IV eEE 25, HIZ, A
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4. TRk
EHEO N =F o FEIC X HEWERICOWTIE, R L= =F G5 HENT
N TV DH9 200 HOIEBIHLE O HF T, Foalk T TV D CHERIZOW THEE 2 Pl L 7= (3%

7-2), ['FH#iI) 341 (3 No.1~3) »*7  Tiggliefa i) 11 (Bikd 2 WITKmIT v =

LBUFRIBE G CIHR) (FNod) . [ b= AR OMREEE(L) 1 6] (£ No.5) YO&EFES

cHRMOBRELZEUHT2EBEICBNTH, BBEZRERT L bDIFRWEER D,

WEINTND, D DIEFIREICHT HREIWERIZ, 7V —&& LT 300 H 5% 200
mg/kg/day D5 THBLL TV S0, 100 mg/kg/day AifE THRELL TWDERHHE ST
5o T2 L, RERENAHATIEMRAEESH Y OBRGENDNLRWEO EfEHEE
BITEF OBMROFMITEE L\, FRCh=F G5 CREE 25 TR & THRE] 1L,

HN=FOFEGELVITBREOBNMEZEORE L EBBEICBER L TWD EE LN,
FIVE FH 23 SCHRSHR S & 7= i A 3

#17-2

No

TR A S OVE B

TBEE L O
I =F 5 E

FEHL L T2 BIVE] & il

1

FEEHT 2 L-CoA ik FEEEFE K
BIE, 2 » Hio R, BER
4, HREYE, 1 H CRE
AR R, JEElE I, 1T M
HH&AH weakness. MEIIE. /N
SHYE,

11 5 A e THEMGHI PR

', L-v=Fr
(sigma-tau) (300

mg/kg/day) ,

THRIO- N =F
D&% 100 mg/kg/day
[/ %

— R V=T R, 3
» HEBI, B, LI L
2 b FFIERR OUDIE R &,
6 5 A5 SMILLTA, 3 8
TR,

ZWri% . DL-H )L =F
% 4 g/day L OMEAENG &
(20% vV —) %G
s, D%, L-1)v=F
T Bz (2 g/day,
3[ENC T C),

BITEF & LT RHEIA 2
mlHH, ENENEE
EAE —RERIZ I
L., 0% toOEbEE
WWRLTHEITRS
AUTIE R OGE,

A Y HERRMAE, 5, &
M- IR, R, REEL. THEAb
BHIML T OO A, B
DR MBE, &7 T =7 ME,
17 » Hm CHRERE L& &)
i,

100 mg/kg/day % 1 H 3
53 TG, 2 » A
#1Z1% 60 mg/kg/day 12
P, & NI HIRE,

L-Z Vv =F > OMe—D
BIVER & LTI T
i3 d 503, Amphojel®
(KERILT V2 = A
FOVELED) OS5I X
ONERY N E

—WMETI N =F R ZIE, 4
w4 on Ao, EEME S
JRGY, IR, MR, A E
HEORMEE, HFIER,

L- =5+
(sigma-tau) 660 mg, 3
[A]/day,

2 A1 JR BE YL IE LT
VN, BRZLZ M BN ER D
DAVIZN . R PL
EMERE THKL
7o

VA VERILIE 1 L, 3.5 D
RUH VR, FIEE R
Mgt R i,

URT7 I8 UIRE,
Lioresal ¢ 5-72 £, JRH
IN=Fr a7y A
ARREIC 3.6 g (200
mg/kg/day) O L-71/L=
T,

o Rh— R LR RE AL
TT7H®A b — A
H, B =F DK
1 - LA EES
ELTUHZEEAINR
N7,
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UEDZ b, IN=F FEIZLDRERI TRHZIZCO LT 5HEREE R ORET
HY, TORFMEIHTHY WL =F  ORPEEY) 2 ARG TREMAEDS L ITHKT
LHbDEEZBNI,

(3) EERBICRAILHBFOZLMEICDONT

Alal, ANFNHFED YA D 72 ORI ST ER D O B S0 b O TIE, < —
Habrs LRI Lv=F e (k) IR LR =Fr (Z7V—K) AL
TWe, 7. (1) IRtz e, Bk s 7 ) —(Ko3EYEhiglc DWW CE#EK L 72T
— LTI o Te . WA ORI R HHEORET NG, ks 7 U —K b KIS
LT <, AN OFEHMEBENTEY | HEED» S ORINEIZRE REITRNEBZ LR
Tzo Elo. KR VARDN=F o ORZREIZB T DMFTOHHTHOOND Z & ROARFA
DEFIZHT > TUIRZREEZE=F2 IV T LN HEZRTI T2 biExb L. &
N=F L LTORTHERE ST 2281280, 7 —KIZBET 2 30k E DB 2
FIHGEOBEEE L TIMtiT 2 Z L idE L X AW EEZ b,
—UMER ORI NV =F V RZIERREA~D IV =F  OERIZ O T, BN THZE <
DEFIRIFFEH Tl S 7v, TR 28 H 0 | ER EOMNEMERRD b TN D,
mpah iR, OREL KE, ME, (AEICBWT, —EEEOEWTH D05, —IREKR O IR
AN =F RZIE~DE TERR S IVBIRIERN SN TWD, £/, INV=F L DIN=F
VIR ZIE~DEER CTOfE I, The Metabolic & Molecular Bases of Inherited Disease
(McGraw-Hill Medical Publishing Division, eighth edition) /LY > /NEES:  JREES 17 ik
(ZABET « Uy ) FOPNRREETEL REBRE, KETHREEL LTIRSh
TS, RIETITFRK 15 FENORZR IV 7 R SE MNP LR TH T A
Y AEANFED BT LAY ) — = IRIGIREOIREES (JBRESH) PMERSNTZ, o0
PCH T LAYARAT Y == ZIC XRS5 REENTEEENTHDLIN,. 2D H 5
16 RBTHN=F U RZIEERT D2 LD oTEY . AN=F UHFFIEIC OV TR
SNTWD, SBIZ, BRKTIL Guideline for the diagnosis and management of glutaryl-CoA
dehydrogenase deficiency (glutaric aciduria type I) 233%R7E L, 7 /L& VERRIE T RIRFRIZ I 1T
LN =F oEERFRISNLTWD,
FRUIZRENS ., BEDH > T2WHE « WRMOME - HEICOWT, LRI =F L HlHF|
DEEICHAN TRB IV S A TWAS Z & Iv=F & LTILRETEDAIEIZDONT
ZHEBESNTNWD T & FEENRERESCHT A FT A VETHIN=F U REZIEDIREIE L
LTCAN=TF URHRERFET BN TWD Z & AFINBLKRE SN BIEMUN TR & T
WHZLEEREEZD L, RBEENFIIEFET EOAMITE LT 5 Ll Lz,

8. ik WRRUME - BEFORMOBLHOVT
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(1) »hEe - BRIZONT

BATOWRM SLEDONRE « R OFLHIILL T D & B TH D,
<BUTIATSCE>
DI ERENES
TRURBIZB T D LRI N =F U RZDeLE
- 7' B U ERILE
< AF )L~ na ERIME

EEBLOREE « DEOTHIZILL TOLICTHZENnRYBLEZI N,
< E BB SGE>
e - R
s HN=F U RZIE

AEEO [5. BENEFICERDENIONESCER « JREFEIZONWT) T6. R TORFKL
(Bfd) ROMEAEREIZOWT) BN 17, AHMBFEOZ LI OWT) TRk 51,
AN=F UV REZFESNDIN=F AfiFe e LT, VAR BV =F CBEINBEICHES TR S vE
AEsnTnaZ b, In=Fr Lt L TURETEDODENEICONTEERESINTNDZ &
TERA IR ESCH A RTA VETHN=F U REIEDIRFERE L ThH IV =F TNz
LHNTNDZ &, AAINAKBIZEBNTHEEIAGR SN SELSN TSN TS Z &
REMMG, T ANTF UEEORE « DIRIT, BERFENOLDOELD LB | O KRR
ICEDHIN=F U REIE (W =F o bT v AR—F—FBEIE, AR EE. 1BV
REREIER &), OB RNEZRMFICL DI NV=F U RZJE (FiEZ<°Fanconi syndrome7s
E). OEFITANFRIN TR Z 2 NV=F v RZIE CGEAMECENT 72 L) ITIERT 52 L n%
BB, BETIEH [ —KEIN=F U RZIEZILCOEDOMD KDV =F  KRZIE
EENTWDN, MIMZBWT ZRIEI NV =T U RZIEDEFRN BRI > TN Dl lfR%
BBENWDRH LD, TINV=F U RZIE] EHETHIENRYTHDLEEZDLND,

2L, S E R DN =T U RSIEICE L CiE, BERIEIR « BRIk L DML o L =5
REROCIN=F 7 a7y A 075 EORAER R EIZOWT, T4EE - DV RICEET 546 H]
FOEE] BV TRELRBELZRITHZ LICLY, EHIBRZRFEHIERZBL 325 2 &34
mLEZONT,

(%)

R BLSG CHER VN =T VP RZENHE LD DIXERRHRFTICL 20N EL, #%
BT DL DEBTHN=F U EHEOEIERHRE SN TND, o, XU T ATAR
IV == IIREBERTHEICLY, EHIE L O RN FES B A I
REndZenfirrshs, BRRHEFEUNAORRKR TRIETST 2 WL =F L RZIEHIR
LThilhntEIONS,
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HIN=F U RZDIFERNC D BT EER IV =F L RZIETIL, KIMEREIC L D5
W CAEMAE N TIRRIERZ 2L, BEE CRWHREGREE L TN, £+
DIEFRIITHRIAD I N =F VTN SE L 725, 2O X ) RBENG ., % RKIESRS
PR ERME (EEMERCBT 2 L) OIN=F U RZIELRNBRIIINAZ L2 ELEETHD
LEZ N,
(1) JRINGFRI 72 HE
[—WRMER ORI N =F o REIE) ZRNGRIICDET D ELU T LR THD,
HINV=F VR ZIEERRIETARETIESR > T THFOERIZTVTNLFEEETH Y |
HINV=F T ELBEETHRETH D, TOBANG, 3 SDOHEIGMEZ 8T, O
TR LI ADN=F U REIE (INV=F > NT U AR—F —BEIE. AR
RETEEIE, IR REER L) | ORKMEFZRBICL 2 I Vv=F RZE (IF
fifiZ5<° Fanconi syndrome 72 &) | @EFRITANIRKTE Z 5 WV =F  RZHE (EHT
ROHHME 7 )
Q) BRIETA R4~
WBEHARTA L LT, AFTIE [ZoTF AR BAICE B 729 H LWKIRERO
IBEIESE  GBIEREED) BT ens, Zo [TEEESH) TlT. #orTF L~ L5
A V== T TROMND 2 EBOFTLLTFD 16 ITRIETH NV =F UHFIZ OV TR
WEH T3,
A F )< L ERISE
7'a B4 R ME
B NTF AT —EKIEIE
AV EERRIE
AF)vra h=)L 7Y RIEE
b oy A F L7V VERILIE
2 IVF LI T IR F LT — B RIBSE
7V VERISE TR
HEH T o L-CoA /K 5B 38 KARE
MR85 7 3 L -CoA ik #5135 KB E
SUARESE/ES 3-8 Ra %27 2 L-CoA /KBRS RIBNE
HNN=F XL hANL TG AT =T —BI1 KIBJE
TIN=F TN =F o T 2a i—8 RIBE
2YVER N =F RZIE (HV=F o T AR—K EEIE)
7 VA OVERIE T
VU MSE TR (i)
(3) YES D ARFRARIL
W CTHGR I TN D IV =F BRI OBNEE - FiE, WTHOETH, —RELKT
WD N =F VRZIE~DEANEKRBINTEY, IRV =F L REZIEDEFEIC
DWTIEENZ X W ARENE D v, KE KL OMAETIE, ERICGEHERFIED A TH 503,
H[E K OPETIE, MBI EREDO N =F U RZIEDEKRENTWD,  CKETIL,
EHFFNCOWTIRMBR BT REICBIT ANV =F V REIE~DOBEISD AR ST
5o )
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(4) RERYNERZRE - FFETORHE

HIV=F DAV =TF VIR EZIE~DEGK TOME L. The Metabolic & Molecular Bases
of Inherited Disease  (McGraw-Hill Medical Publishing Division, eighth edition) </l Y/
VNEREE RFEE TR (=ABET - PxoRy) (BUF, RV O NERS) Fo
NRBIBEI CEA RBRFEL R D L RRETHIHRIEL LTRSS ATV D,
VY NRBIZIE, —IREA NV =F U RZIEICIE, AV =F oAb, 28
R b EEAEDIEE T2 TR S DFERCH /MK TICK L THREICAEDN TH D Z &R
INTVD,

(5) M R

AANE 1990 4F 3 A 30 HIS/HKGE SAVTLELK, 10 E O RGEAE 2170, 288 fil %
W LT, ZOREE,  T9hfE - DHRUSNOER ] & LT 202 FIZIEL, Znbid—
W, RO AN =F V RZIETH o7, £ OREFEWZEISEIX, ST mfig) K
VO NI EDm7T r'=7 0 (79 F1) | BHEBEARICE T 28V L =F e (23
) . X by RUTRGAE (18 ) . OTC KIEJE (14 fi) . CPS KIEJE (6 f) |
TNHNVERIRIE TR (4 45]) | ~ VFTNAINRFT T —ERBIE @H) 728 Tho
7=

(6) ¥ ARY J—=2 7 DM

T, BOKREERETH 7 A AERHAERY AR Y == ZITEAS L, Z<D
BRI A ORI R RR L AR B EE S LS RN RN RS2 K H /o
T&, AT A AEOBENILD, il 1 HORAETEY L ORBEZDHRL
KAV == 7 T&E5, £, BUTELV ZL 07 2/ BiVEL &A1 - B
PR BREIEOR A2 MR cE 5, FHICHA L, BIICIHEZBRAT 2 EEENR
ATV D,

PDLEDZ &6, JHERGHICIE. IA=F o RZDOFRRNE DS TS, BER L
=F U RZADEERLZD X ) IRBEICHE D Z RN X D ICHERIICR G5 Z LT
B THHZ END, WISEE LT, [HIV=F U RZHE] "E4LLEEZHNT-,

WIZ, ARFNOBRE - hRICBEH T 564 EOEEEORREHIC OV TR 21T 72,
BATOWMSCEIZE, [RANI Y v B4 VBRI, A F/v~n UBRIMEE CTh 5 &2l
BECOREETHZ L) FOWHEE - WRICE#ET 2 H EOEENRREIN TS,
WhRe - R E [NV =F U RZIE] ET25Z2 L1280, ZOMENARIRG &21T - =% %
WX CRHE 2D Z EBBEEND, MBIEER L LTIE, Fix OHETEEBA X HEEDZETE,
S HITEOFEBITIS U TEMAIZ IS L IR AEEE ST, IVv=F 7 a 77 A NVolrz
LT, ANV=F U RZIETHDZ LoDV E 2N =T U REIEDIFIET D
BRI TEVIREETH D Z L AR T o0& Th D, F7z. KE - EKHE - MEIC
BWT, LAINL=F U ROFNCHONT, BEERLOBE COLREME - A2 MEILFM S
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TWRWZ & FHEEICBERENMET LB 0@ FORBEREEE T, sHED
VIRAN=F AREARIORIEGIZED . P XAFLT I EORERRBDIERT 52

hﬁ%é*&®&gﬁtﬁ%ék@ B THLAFNCHONT S, MEEREL ] FORE
(CEVEYNERRE ST L& EEXBNT,

(%)

HEDZIEE « ZERICFEBMSNTNED O B Zhie - ZERICEET S LoEE%ICH
0 DH5y A LU NI LTz,

K[E @ TCARNITOR TabletsCARNITOR Oral Solution,”CARNITOR SF Sugar-Free Oral
Solution] DHFHE « BRITIE, HEEMREL LTUTOL S ICRHINTND

—WRMEIN=F U RZIEL W ENDToOITid, iE, Rk & O TR L=
FUREMMELS BEICIRIRRSUTAFEBRIRLIZBE D 2 —RIE KRB 20 T & &M
Thsn (RREHZZZMR) o BEOPITT, FICOLHEDSE G, WL=F UHFEIC
i@@%&@ﬁ%ﬁﬁ%mﬁﬁﬁémﬂﬁ%ﬂéoﬁ%?é%\ﬁW:%VKMi\
BB DIRREIC & o THRR SN RRIERS L OO BRIE S BT 5,

(2) A - AEICDWT

BATOWMCEO AR - FIEORBILFOLBY ThH b,
<BUTIRATSCE >
Mk - A&
B, VRN =T U A LR E LT, (KB kgd 7 Y 30~60 mgk 1 H3[ENC
AEIEEABG T 5,

EEHEOME - HEOLHRIZILUTOLIICTHZenmY LEZ LR,
< BRI SCE>
Mk - H&E
WE., RAIZE, VAR AV=F e LT, 24~36 g% 1 H 3 ENZHHFIRED
BET 5, B, VLARAIAL=F L ORZIREBIZIN U CHEEHEET 5,
wE. DRI, VARV =F B E LT, (KE kg H72D 30~120 mg & 1
H 3 EICHERO#%ET 5, ok, LRI =F o DRZIRBIOG U Tl
ol

AERD 15, FEENFIIR D ENNOREICHR - JEFEIZOWT) [6. R TORIFIRIL
(F&ftE) M OMERAFERIZOWT) KO [7. KFHFEOZYMEICONT) TR XL 51T,
AN=F U REZFES~DINV=F UHfife LT, AFIFAEDTHL B2 ond, TORIE -
BN OW T, KE R E AAE TIE AR EYS 720 oHEEAEO ERIZVL -3 H 100 mg/kg/day
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(ZV—RELT) ITREINTEY, HEMREALRBBREEZBONTHREKTH T,
—75 . EINORFEREH TIX. 30~200 mg/kg/H (R E LT, SCERAHREAE CIrx, —kiiE
ANV =F RZIEIZIE100~150 mg/kg/day (EINHE, Mk & LT) . 100~400 mg/kg/day (FEo+
e, 7V —{KE LQ), TOfD " RIED L =F R ZIEICIT20~100 mg/kg/day (EIPNHE, H
b & LT), 15~400 mg/kg/day (MM, 7V —KkE LCQ) EHESN TS, £, AN
ENDOIN=F v ORZIREBIZ L > THREZREZHBLBTICRET RETHLHZ L, KAIDRIE
AL LT, HbERESCARZREIN TS Z D, KB EICEEICKRE SIS Z &Il
FHREEBEZONT, ThHEEE X T, #HERHEIL, KESLEERN R BEEOTLHIZIE,
HAazHtme L CoREICHBAE L, ER&EZ120 mgkg/day (R E LT) ERETHI LN
BlEZXoNTZ, 7o, RZREPEE THV ZERGVLETHLIGAEEEBE LT, ILr=F
V@Kih@umbf HIH L CELEXZRVWELADLE THET DI ER”RYTHDL EEX
LTz, EHIZ, RAICBWTIE, KEYS7-VOHETRGEZRET D ELEL EIZEEICk
FahsBEnnmnice, KE - MEOBRELSBIC, BUEZzElmE L ToRICHEL, 1
AEDOHZZ24~36g (ML LT) LTHTENRYETHLEEZLNT,

FROME - HEIE, 2hETEONEZEMEICETAEHRNOEE L CHLREET VW EE XD
iz,

(%)

() 1BEHTA RTA >
REEFREE ) CIA IR R E K ORI AU HE DI R O R A FLR S 41T
Wh, TRUZENR, INv=F oG8, AEEBRAHREEORBkEER S L
THE & LT 30~200 mg/kg/H . RENIERAGH BT OEHEH OER & LT, HEikh &
L T 30~200 mg/kg/H, %33 O O&KERHER S TND

(2) SCHRERE A
T v =F o O EERBA FIPECRIE M5 2 ik 7= SRS TlE, L- v =F v o 58T
—KMEH V=T U RZIEIT ﬁm%kLTIWNHm@mmw(lWﬁ%%f7)%¢
& LT 100~400 mg/kg/day (HFEFMNHRE) . —IRMEDNV=F LV RZIETH L7 v vt
MAE & YA F v~ FRIIAEOREBIREIIZ 7 U —{K L LT 100~400 mg/kg/day (I
ShE) EEEESNLTWD, e A UEBRIE, A FL~ m CERIIE LIS O A BEE
HEMGER ST FIEICB W TS —IRMED NV =F V REIEICH R TO W&, W
& LT 20~100 mg/kg/day (EIN#HZE), 7 U —K& LT 15~100 mg/kg/day (S
TIHFEL TV D Z ERgEIR TV D,

(3) AHIHIFSE
TIAFVT 4 VA MIBWTBIAZRHELZ B & LT 30~60 mg/kg/day 7> i L
& LT 150 mg/kg/day £ THIET HZ EAEHEINTND

(4) MEATOAZIRIL
WA COAGRIRIL D, FEECHEIEIC L D F 5 RICENBD DA, RATIE
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7V —{k& LT 1~3 g/day, $hIEC/NRTIEZ U —fKE LT 50~200 mg/kg/day DIEH
HDH, ETIERICE > THET S 2 EXAMM 2R MRERER2ICIT 7 U —fK L LT 400
mg/kg/day £ TOEEGRROONLGHEGH D, 72721, BIRKIERZ MR L2 b &
T 5 2 EREMPNC ML, SA Z A v ER L= F R E R VR Ol
RIRREZ T=H—F 52 L ENTWDH I & KOMEEITRFORAICEE L Tix., &
NV =F 2 DFFNRES O YNGR TEHEREIK EOARERFON TV D HEITHRET
LHEDHIRN 5 H2HA S B 5,

RIS, AFNORE - HEIZEET 5 EOEEFEOLEIZ OV THRET 21T > 72,
AKANDOEGZE 7o - TE, B DO &R Y | BRAEIR OSCEREEE & BWEH OB LG
IR GRBZRET O2ETHY, BRLEEMEREGZ T 5 TERWY, BT, WikET
BEICBT HARB ORI, HE - MEIZBWT, EHEORKEEO = DICARFI O 512 X 5l
REDHEDMEZRDTEY . MAEIZEBONTHBEUNHRELR T 5 Z LT, EROUENGE
DOENTITEREEEIND Z LITMET & EEZLND,

(%)

FEOME - HEICRESNTEARTD S B, ik - HESICEES 26 LoOEEFIC

Bdo 2 #0572 LU R HRF: L 72,

KE, EEEOMEONE - HEOH T, EEMEIZ ) D@ TZ T Lz, ¥,

ILENZIFRE S T DR e o 72,

<K [E>

1. CARNITOR Tablets
BN OISR LT, BRSO IC T & | 330 mg SE&2 VT, 990 mg 2 1 H 2~3
FIARH AR SN D,
S« AN SRR OV CIE, 50~100 mg/kg/day Z 43k L. KA R 3 g/day T
b5, PAsEHEIT 50 mg/kg/day & T %, FEEEROHEIFERIROSITHES <,
EHENZ MBS, A ZIVH A > BET NIV =F PRE M O ORAREE 2 £
=4 =32,

2. CARNITOR Oral Solution,CARNITOR SF Sugar —Free Oral Solution
PO, FERE ORIV TIEZR B 720,
BN L-B v =F  OHESEH &3 50 kg DEFEHT-V 1~3 g/day T, CARNITOR Oral
Solution X }Z CARNITOR SF Sugar-Free Oral Solution @ 10~30 mL/day (ZFH24 35, &
A EIC K DRI EEICITV, BRI R OV BLE D & @ 81 K > THHAWR
BoNDLEZAONDGEDHEMYT D, BitaHET 1 g/day (10 mL/day) &L, %
D%, DMK OEFRSUS Z2 il L 2223 IR 2 I8 5, MBI figibss, S A
GNY A MBEP DN =F RER O ORRKREZE=F—F 5,
P - N LA =F o OHESERH &EIX 50~100 mg/kg/day T, CARNITOR Oral
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Solution X /& CARNITOR SF Sugar-Free Oral Solution @ 0.5 mL/kg/day {ZAHYS 3%, & H
IS K DRI, EEICITY, BRRA R OV RO BLE D O & BT K o TH AR
Bonsd&E2oNLGEOHRFET H, BMGHEIT 50 mg/ke/day & L, Z2O%, &
PP M ONEIE RS & 34l L 72228 Big K 3 g/day (30 mL/day) £ CTIRAICHI®RET S, &
WA, S ZA v iBER L = F R RO ORRRKEEE £ =
Cluts AT
CARNITOR Oral Solution X |% CARNITOR SF Sugar-Free Oral Solution {%HAH CARH 9
D7, BB AR I L CIRT %5, 2IRT2BRI3HFICHRZ H 1T 5 X
IC L (3 HFfE0T 4 KefffE) | BFEPSUIRBRICIRHTL2OPEE LY, iz,
BARMEEZED DO, K200 TRAT 5,

< GE[E >

1. Carnitor 330 mg Tablets
& #5850 o
<PRAK TN 12 5L B/ >
FEFNTIEIL TIRET 5,
IAEF R OYR P OB VT N IN=F REZRELE=F—F 52 LN EE
L,
S R B E D R >
WA B R Y 722 e KRG R BE )R O ORI OFER D BFEEIC KL D, Ll
R D . PUFOHRE L, —RRIEHL LTEEIND,
OIER TIRAETHED GG D EO T, W ODLOXKBIEORMFEH & LT, 2~4
[A12 531 T 200 mg/kg/day £ TORHEBEORKRDHEEN/HELE SN D, K AL
SR G LRV H BRI &7 5, a2 REHUE R 4121 400
mg/kg/day £ TOEHED D WVIZFIRE GBS ETH D,
< ML HEFFREE >
Carnitor O F#RIES O PIEERE CHEL IR O ARG HN TV L 56, HERHEF
{£1% Carnitor 1 g/day Z#8 A4 592, F#rIehi 0213, Carnitor I%, T T RFICHE
545,

2. Carnitor Oral Single Dose 1g
15T D I,
<AL O 12 A /R >
MR R ORF OWERER T NI N =F AREEZRELE=F—F 5 L NLEFE
L,
e RPEAGH S FE O #L >
WA B3R B 22 e R MR R B E X OV OTRIRIF OFER D BEFEE I K D, LinL
BRRG, LUFOFEIL, —RNRIEH L LTEEIND,
OFER TIEAETHZRLE B DT, WS OPORBIEORMIEN & LT, 2~4
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[A]12531F T 200 mg/kg/day £ TORHBEOROHEEN/HEIEIN D, BK ESCALZFA 7R
FER D UGE LW EIcid, e Hn s &, S 2 REHRE R 41213 400
mg/kg/day £ TOEHES D WVITEARE S LSMNETH D,
< MR HTHERFRTE >
Carnitor D FFNRIES O FIEIEHRE TEILREHIR EOARMERF LN TV DA, HERHR
{E1X Carnitor 1 g/day Z#E O 59 %, @ 5EM HIZIE, Carnitor Id, BHTHE TIRFIZHE
N5 5,
ROEANE, TOEEMAT D00, KXUTT7NV—Y Va2 —ATHIRL TRAT 2,

3. Carnitor 30% Paediatric Oral Solution
O 5-D A, Paediatric Solution |%, EHIIAKII T N—Y ¥ 2 —ATH R L Tk
M7 5,
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