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1. EEZREOMEEIZDONT

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,

SIHE - SR K| ENICEB T 2 BEF ORANIEA OATH D08, FHEDTZ
Ok - & | &AL WIS, SPEHOBE RO AEIRA TE 20
LIS D ZEEEN | A ISk L CRigE A S o0 BA %8

& (A EN
%)

e 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 DHIRK L LT, ERIHETE (WLv=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
BEICE D EBIICEEER T LD 2D, —RMEINV=F U RZIE (28I Lv=F
VRZIEE BWND) ERZAL, FOMOIE R RE L OB RWEFZR LDV =F
RZIEHR RN =F LV REZJEEBHRENTWS,

KRB CHEMR AN =TV RZIENH LD DITERHAEE LD b ONEL, ¥ 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

— WM NV =F U REZIEETIEL, HAMEESERMEDIN=F L N TV AR—F —
(OCTN2) 2SEAGBAIICHEEEIS T L C. fiMIa~D B L =F VD IABAR R JRE T
AN=F  OFRINATERNWDIZ, EH TOEERINV=F LV RZEF|EEIT, £0O
7o, IN=F UIRABME—OIRFEFIEE SN TS, £ REINLV=F U RZIETH,
N =F CRAE, BN RERIEO PRI oER L e w2 A1 2 ES OHRIEZ LV
MEMEEAT RS (RS BEARE) OBIICAERTH 5,

U bEDZ EnBER EOMBEIECOWTUTICYT D EEX 5,

BIEBEOEEMRE 17 £EMIERGEENHIEERE BEMTER) ). EELOFRAMKE
7 BRFEOEENERNIZAEL] EFHET 5,

3. Bk 4 hEOERBKREFIZOWLT
(1) BRK 4 hEOEZIKERVEARKKEOEEIZDONT

1) k[H

shee - R 1. CARNITOR Tablets,” CARNITOR Oral Solution,” CARNITOR SF Sugar
—Free Oral Solution*
CARNITOR (L-/bv=F ) &, —RIEEFVED L =F L RZIEDIHHE
WCHWBN D, BEEFITIZ, 74 BRBE, K7~ oPERImeE, &0
AT CMFHIE D FFHE &\ o T BERIER 23 8 - 72, BIEER 1T, 77 BRRIK T,
IR FROREREE CTH - To, — KMV =F U RZIEL BB D
TeOIiE, Mg, RMERKZ O AT L =F RENMELS . BEIC
HEWGmE ST A BRI LIZ B D 2 —IRMERBR 2N Z EREETH D (I
IREEFRZ A2 W), BEOPIL, FITUDIEDSE . IV =F UiF
(2 L0 18 e QYRR E I 2 BN A Hivd, 1RIFET D, v
=F T Z, BE OIRREIZ X » THRZR SN2 RHR IR Z O o 1k
HFEMT D,

CARNITOR (L-#/v=F ) 1, ZRMEIV=F o RZIEZ < SRR
LR B O BN R OMEMERTARERIC biEIs S D,

Mk - & 1. CARNITOR Tablets

RN - AR LTI, BER SIS RS & | 330 mg £8% VT, 990 mg
% 1 H 2~3 AR S 2,

SR « /N SR R OV Cid, 50~100 mg/kg/day % 23R L. fic K&
1% 3 glday TH 5, BALAEAEIL 50 mg/kg/day &5, FEEED FHEITERR
FOSIZ IS <,




EINCMIRAL T, A Z WA ) T IV =F PR R OV 5 D
AR EEEZ E=4—T 5,

2. CARNITOR Oral Solution,” CARNITOR SF Sugar —Free Oral Solution
A, FERAMICAN TR B0,
N L-h v =F v OfESEFEIL 50 kg DEREHZD 1~3 glday T,
CARNITOR Oral Solution X (X CARNITOR SF Sugar-Free Oral Solution ®
10~30 mL/day |24 3%, mHEIC X DIERITEEISITV, BIRA &
WEAFHB AP OEHEICE s TERERMG NS EE XN DY
BOHLFERT S, BIGARIL 1 g/day (10 mL/day) & L., =Dk, A&
P OB PO 2 5 Al L 72 23 DR A I &S 5, EHIRC ik b7,
A A | L= F R R OV ORI £ =2 —F
Do
S /R L- v =F > OHELE ] 813 50~100 mg/kg/day "¢, CARNITOR
Oral Solution X {Z CARNITOR SF Sugar-Free Oral Solution @ 0.5 mL/kg/day
(ST D, mAEIC LD, HEISTV, AR L OV SRS
ROPLEHEIZCE S THAMERGE OGNS EE X ONDGE ORI T
%, BAIGHEIX 50 mglkglday & L. D%, AEMEK ONRIFREOS & 2
L7eRN Bk 3 giday (30 mL/day) & TR IZHET 5, EHHICMIK
b5, NA Z VYA 2, MR v =F VR R OV DR IREEZ £
=4 =75,
CARNITOR Oral Solution XX CARNITOR SF Sugar-Free Oral Solution /%
B TR 22y, SCB U SIZEN L TR 5, kT2
BRI EICHRAE ST 5 K o1c L (3 W X% 4 FfilfgE) . ARFPX
ITRBBIZIRHT2O0EE L, £, AFMEZEO L7720, KEEE )
TR %,

AREH (F71=2
eKEICBT 5
BR & O A4 4IE)

CARNITOR Tablets : 1985 4F 12 H 27 H (NDA 018948)
CARNITOR Oral Solution, CARNITOR SF Sugar —Free Oral Solution : 1986 4
4 710 H (NDA019257)

RS

AENDOHFHENE LRI NV =F 2 Th D,

BHTICEEE L., AA|D Precautions & L CLA FDFRNH 5,
PO VAR N =F O E AT, B (BRE) N aisE Tk
ERTWaewn, BHEORO LRI V=F v OBED EEREEL A
T 5 BETEN 2 BT 5 KB A REE ~ORI e 513, @R
IR SN D T2, R AT D AREEOH 2REW TH D
FNUAFAT IR MY AFAT I V-N-FFHA FOEHEE LT
AR SR Y A WA AN

F 7=, EHHAI (Carnitor Injection 1 g per 5 mL vial) Tix, EFtE RIS

HYEE S TT




Precautions |%& %5 25, ZhHE « )5 (INDICATIONS AND USAGE) & L T %
Wr&Zhih o KB EEEE (ESRD) OOV =F  RZIED T M OVRE
DI=®] DOFLRNRH 5,

1. Carnitor 330 mg Tablets?
FRAK Y 12 A ED/NRO— MR O IR v =F 2 RZIEDIR
o
2. Carnitor Oral Single Dose 1g°
N TN 12 5% L B D /N D — IR S N IR ME T )V =F 2 REZIEDIRH,
3. Carnitor 30% Paediatric Oral Solution®
12 A D /N S IR O AR R D — R X OV R v =T RZIE
DB,
4. Carnitor 1 g Chewable Tablets®
N K& N2 % LA B D/ N D — M e VIR ME T )V =F o RZITE DR,

ik - A&

1. Carnitor 330 mg Tablets
A GO I,
<A KON 12 5% LA B d/NR >
BEANTZZEI L TR 5T 5,
1M AEF & OPR R OWEEERL YT v v =F REEZE LE = —1
HTEDNEE LV,
SRR S HE OB B >
LT R 3R B 7 S RV AT 52 i K O O TE IR IRF OO SiE IR 0 FLE JE
IZ& D, L LZen s, LUFOFEE T, —iRiE# L LTEEIND,
OFER TR E THZ 2L B D T, W< OO KBIED KB 1
& LT, 2~4 [E[IZ43 1 T 200 mg/kglday & T FHEORE OG-0 HE5E S
ND, BR ERAA R ZRIER N S L 22 W aicid, HEEinic
WIET %, AR E AR 421213 400 mg/kg/day £ TOE T EH 5
WIEFIRIE G- D ETh 5,
< MIRBEHTHERFRE L >
Carnitor DFFRIES OYIENERR TEEZRERK EOAFENRZL N TN D
B, MEFRPEIEIL Carnitor 1 g/day A O 545, BHTEM B 121X,
Carnitor |%, ZEHTHE THRIZRE D& G- 5,

2. Carnitor Oral Single Dose 1g
e #5007,
<A KON 12 5 LA B /N>
M R QR O 7 S =F EEAE LE=Z—1
HTEDEFE LU,




< RV B R D& BE >
WA FH 3R B A 7 S R AR 52 B0 ) O DR IRE D ek oD FEAE &
IZ& D, L LZen s, UFOFEE T, —iRiE s LTEEIND,
DI TR 'R THD GG HE D T, W< DD O KIBAE D & B
& LT, 2~4[EZ431F T 200 mg/kg/day T HEORE DG HELE X
ND, WK ERAFRRFER D SE LR Wi, AETEEIC
R, AVERYZEHUE R 4I21E 400 molkg/day £ CTOEA®H D WL
R 5NN ETH D,
< MR BT HEFFRR 15 >
Carnitor D FIRIES DO FIEERE CHEEZLRFK EOFRMENTFHN TN D
A, HERRRIEIT Carnitor 1 g/day Z#:A#&5-4 5, BHTEM BI2IE,
Carnitor [ %, ZEHTHE TR A& ET 2,
REAEANE, ZOEERHT L0, KXUTTNL—Y P2 —ATHRL T
R %,

3. Carnitor 30% Paediatric Oral Solution
& 0 50 F, Paediatric Solution 1%, E#H:XIZAKXIZT7L—Y V2 —A
THML TIRHT 5,
<12 A DN SR K OV A >
MmAER K ORFOWEREL T VNV IV =F REZELE=X—7F
HTEDNEE LU,
LSRG S HE OB B >
WA B IR FR Y 72 S R AMRARGE B i M N8 D TR IR IRE oD Stk oD B BT
IZ& D, L Lt LUFOFEHE T, —xiRiEet e LTEEIND,
DI TR & THD %G b E D T, W < DO KABAE O K B ]
& LT, 2~4 [E[IZ43 13 T 200 mg/kglday & T FHE DR OG-0 HE5E <
Do FRR ERAGFER QIR UG LW ai2id, H &I
WIET %, AR AEHE AR 421213 400 mg/kg/day £ TOE T &EH 5
WIEFIRIE G- DB Th D,
< MR AT HERFR 5 >
Carnitor O FFIRITH O YIENENE TEEZREER EOAEHERR{HNATND
B, MEFRPEIEIL Carnitor 1 g/day A OG54 %, BHTEM B 21X,
Carnitor |%, ZEHTH TRICRE D& G- 5,

4. Carnitor 1 g Chewable Tablets
A5 7,
<A KON 12 5k BA B od /N >
MAER R ORI OWEEER T VN =F EEZRE L =% —1
HTEDEFE LU,




<SRRG R E O E B >

WA FH 3R B A 7 S R AR 52 B0 ) O DR IRE D ek oD FEAE &
2L D, LU0 n, LFOFEL, —7eEet s LTEEBIND,
il DIER TR 'R THDRGE HE D T, W< DD O KIBE O & B
& LT, 2~4[B[Z471F T 200 mg/kg/day & T HEORE 503 HELE X
D, BEIR ERA R RER D SE L2 W a1, AEEnic
&,

AP 2 RGBS 4211 400 molkglday £ TOE AR D 5 WO I E IR
ERNETH 5,

< MEFEATHERFR 5 >

Carnitor O FFIRIES OFIENEHE CHERER EOFEERSELN TV D
BA . #HERRRIEIT Carnitor 1 g/day ZfRA&5-4 5, BHTER BI2IE.
Carnitor %, ZEHHE TR A& ET 2,

AKRER (£
IFEEICBIT D

Carnitor 330 mg Tablets : 199048 H 15H 20004-10 H 15 H
Carnitor Oral Single Dose 1g : 19984-10H 16 H

(%8 D A 1) Carnitor 30% Paediatric Oral Solution : 1998411 H 20 H
Carnitor 1 g Chewable Tablets : 199448 H 25 H
AR H R A
T AR OFHENI VRNV =F o ThH D,
BEHTIZBEE LT, Special warnings and Precautions for use Ci%, LA FOFdak
B 5,
Carnitor 330 mg Tablets, Carnitor Oral Single Dose 1g, Carnitor 30%
Paediatric Oral Solution : & H L 7R B L =F o D24 & AR, B (%
AE) AEEE TIERHMh s TWARY, GHEORO LRI L=F - DF
B EEREE L AT 2 BE I 2 E T 2 RKPBA~r2EEHE~DOR
B2 F 503, @E IR PICHtt SN D720, BEE AT 5 e
HOHLRHHTHD NI AFATIVRM) AF AT I -N-F %4
A4 FOEMZ L6 0H Lt
Carnitor 1 g Chewable Tablets : & R % £ - 7= —kEL O REI L =F
VRZIERE ~OERARBRIIRE TN D,
3) ME

NEE - BhR

1. L-Carn Trinklésung, 1 g Levocarnitin/ 10 ml, Fliissigkeit zum Einnehmen®
-HE T DN =T N T VAR —DORIBIZE D LRI N =T
YRZEAMD (R BE M V= F L RZ DB,

IR F T2 3R E OTRIRFTIEORIERNC L D VAR L =F o RZD
WE (IR EEED N =F L RZDUE),
- BREREOEYIMEEIICE D LRI L =F o RZOckE (18R




IRMRENT DG OB RRIK LR D VAR N=F U Rz, bbb
W VAR I N =F Rz DRE)

- AR D LR IV =F U RZIT X DBN ORI L& £F 5 Kk e i
FERETRIRIZ BT DIRRITIE S (—IRBRFHRAH LR L =F U RZIZ X
LIEEEE A OMY A r T =),

2. Nefrocarnit Lésung zum Einnehmen’
MIEFENTIZ L D B V=T KZ (Dialysis-related carnitine disorder: : DCD)

EHTHRBREIZBIT ANV =F U REZIEDIRE,

ML - &

1. L-Carn Trinklésung, 1 g Levocarnitin/ 10 ml, Flissigkeit zum Einnehmen
R B RHTHR B RN B OEF O MEIZLLTO LB,

1 [A] & 1 H&
BN 1 (LARB L | 3%
=72 1000 mg | (LARHL=F> 3000 mg (ZFHY)
(ZAH) B 5 R
(LR A V=52 5000 mg (ZAHY)
/N 1 BEZ 1Y | LRI L=F 2 25~100 mg/kg A HE
L <IEEHEC
o3V TR
(R E R
5kg £T | ik 12 )ik AR 12 (LARBL=F> 500 mg
()
10 kg * | 172 KT U2 iz 2 8]
< (LARA V=52 1000 mg (ZAH24)
15 kg = | 12K BKT 12 )% 3[E (LRSI =F
< > 1500 mg (ZFH24)
20 kg F |12 F/IT LR | KT U2 % 4 MEIX 1% 2
< [a] (LR A /b= 2000 mg (ZHH2Y)
30 kg ¥ |1 WATL1Z 3 (LARALV=F
S 3000 mg (Z4H%Y)
0kgi#a |1k 1% 38 (LR B /=5 > 3000 mg
()
AR5 (LRI L=F2 5000 mg
i)

L-Carn WARIEIZATRE IR T 5,

L-Carn PNARIE O ARSI HIBRIZ A2\ K & R O LT % 52 0 IR
AL T DA A DD WA ITiE, ER 72 13 3RFI0
FERET D &,

<BRREREENH 55 OMRA >

JFIREDE L D72 nGa CRERAAIR &HY 10 mL/orAKdm) 12k, i
HREZE=X ) T LERLORABLETH S,

< MiEEALIEE (MEENT) %5 0F T 2355 ORHIE >
MARBEHTHITNARIK 10~20 mL (LR AL =F > 1~2 g IZfEY) . T7¢




b 1~2 iz MR AT %IRRT %,
RZ LI VRN =F 2 ok (amis) #1795 22 Ae T
57, L-Carn PARIE OB FAIIRENIE, ik & B AL B 2 B L CERD
MRTET DMEED D %,
L-Carn NIRIEDIERR T E 5, £7013553 X 5 LK U BHA1E, EhAf
FINLIEFIETIAR T D 2 &,

2. Nefrocarnit Losung zum Einnehmen
1 HEIZVAANV=F 1g (NIRIK 33mL=1Gt&ED v ) Thd,
MEBATIEERC L, VAR =F T B2 IR T 5,
BITIZ LD VAR NV =F U RZOERIL, BEIER L5,

HKREH (1
IFMEICBT D

L-Carn Trinklosung, 1 g Levocarnitin/ 10 ml, Flussigkeit zum Einnehmen : 1985
42 H 13 H 72008 %2 A 13 H

BA%E DA ) Nefrocarnit Lésung zum Einnehmen : 2005 4= 8 A 29 H 72008 4 12 A 31 H
G Y= ]
S KENDEDEFE VLRIV =F L TH D,

ZEHTICBE L CLL T ORIl A & 5,

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

MRS 2 BRI R AL 25
HEOBREK T2 H L5513, ®HAED L-Carn PWARIK 2 & i ik
L7pWnWZ &,
AR T (BARD) BN HBEICBTL, LRI AL=F U NIRIE (%
ORI OLEMB XOARECHSOWTIE, ZRETDEZA SR
RN TORL TV, RHichbEyEHEO LRIV =F %A L
Tetr. BEEREHREREE . FICKENT 2% T TWABARE CREIo
BEARE) OBRETIE, BAMEBHICLVEEINIARRRHEY TH D
NI AFALT IV (TMA) 720X MU AF AT I U-N-AFH A K
(TMAO) 723, JR &I ST ICmi@ P Ic KREICEFE SN D Z &n
boH, LIcinoT, BEEOBEREKTAD 256, £70ITEE R BHEE
i E I AEO - DI EMINC MR ENTRE 22 T D561,
RHIFIC DT> TR HED L-Carn NIRIRZ IRHT 2 Z L3t 5 2 &,
EHIC, MEND TMA Z+0BRETE RN EIZED, Wb iR
JEGRRENE 22 2 &03® 5, ZOHAITIE, RPN, RB LOVTFIZ
AL D, ZOME L ROVEEHERIZ, VARV V=F 2@k b4 h
I IZFEREECTE D, L7edio T, EERBEREEE EIIBEARR0T
OIZMIEZENT 22T TV o H CREIBARE0OBITEE) (3. L-Can 114
WREMHTL2Z L TED,
VARI N =F AIEBERNICHET 2WETH Y . T E TOMFRETIIAR




HZ Lo TSNS, REMMEE LTRFICHRE END Z E3bdo
TW5, Lo T, BHREREOH 21X, TOEREEICLY, H
BIRAOICVARD NV =F COMBERREN LR E083H D, Licho
T, HEREEERENS 2581213, BRI OWTORRET
HZk,
Mg bind (BMELRENT) 2% 0 T\ a5E B bingk
(BYE MR ENT) 23T TWDGEITIE, VIR IV =F o2& 535 &
BRI TR (RU 72U R) REMETT5Z L2365, HDL
AL AT VRED EAMREINI GG b0, NI 7'
R7Z2 BN VLDL 2 L AT v —/LEB LOVHDL =2 L A7 1 — L& EHIHY
IZF =7 L, FRUIS U CTRELZ T 5 EHES IFEIRTE) ZiRH
TOMENRD D,

2. Nefrocarnit Lésung zum Einnehmen

BERBIOMM LoER

MBBEHTIZ LD VARV =F L RZ5E (DCD) Offt, 2. BXLO%
OEMAFRIL, BIK Lokl JOERICESS b o ThiThide b
W, TRIEICHT 220 R1T, 3 ABICHRET RETh D, 9~12 » HiRE
L THER EOWED LS NR2NGEITIE, BREK T T X&ETH D,

4) 1LH

RIRE - W

1. LEVOCARNIL 100 mg/ml solution buvable®
-RHPEE T ITA ORI v =F o REZE
-AHEERIRIE 2 1 © FeFEMER ZHE
-NERAEE D B ER{L L E

ML - &

1. LEVOCARNIL 100 mg/ml solution buvable
DEOWHKETZIIKTHIRL TRAHT S Z &,
1HEEL LTHKEL kg H720 L-A/L=F > 50~100 mg, +72bbH Fid
D@0 | RE 10 kg H72 0 1/2~1#iD LEVOCARNIL MR % 5 H 2~4
A5y E L CHIRT 5,
IR G1IBAEELT, KE1kgH7Y L-v=F > 75~100 mg
A 1 HEE LT, fAE 1kgH720 L-I/L=F > 50~75mg

HKERAEH (7=
AEIZ BT 5
BRE O A5 1)

LEVOCARNIL 100 mg/ml solution buvable : 1986 4% 10 H 22 H

e

BENIOENESTIIV ANV =F o Th b,

4. EEZABIZTOVTEER TR LB ERREBREEIZOWNT




TOHANTF UBE (LRI V=T ) IXENOHROIRGFETH Y, A TIHAR I TW
2, LRV =F 2 DT BN IR EAN TR E RS L T\ A T2, B T IERE

M7V —KOVRIN=F W 8RNZIRFTE L TWA YT~ « X fhadhR L7203,

T FEIZ B 2 SRR B AR | TERE T & Ao T,

N

5. RENBICRLIERND LRI - HEFICDOWLT

(1) EEAILLEEER. %%EJJ ESRBRFEDARMX E L TORERK
PubMed X QNEFH RMEFEICE Y, LT OMFEZEmB LT (B b, §
E) o
PubMed (~2009 49 H)
[Carnitine Deficiency] : 1621 {4
Z ¢ [Clinical Trial) : 69 {4
[Randomized Controlled Trial | : 24 {1:
'Review] : 291
[Meta-analysis] : 0 {4
[Guideline] : 10 4
[Pharmacokinetics] : 229 {4
Z DT TReview] : 59

B=7 R dEzE (~2009 4F)
[inv=F>] AND [V =F RZJE| : 159 {t
ZOHT TERRRER) - 14
VT N 5=y SRR
[adi - 51
(X H e T7FVR]: 04
EEpEhRE] « 0 {4

rum

S HIT, MBERHR IS OWTLLTORK 2T 72 (B b TORBL, JEFIH S
HAGE) o
D TOERRHRFIED) 55REA

g ﬁ%ﬂﬂ;’c HAGE IR

B

2) [RGB EE] AND Th v =F 0 RZHE], e R EIE] AND [ v=F>],

(&Y E4 ] AND [h v =F 2 RZJE]

3) &t (MiEFENT. MERSENT72 & & de) ] AND [/ =F L RZHE )
) [Valproic acid] AND /L= RZJE |

5) HIAME ] AND (/L =F  RZIE]

) Drugl AND [ v=F L RZIE ]

10




7) [ HN=F RZIE] OR /v =F fif (supplimentation) |
INDORBICMA T, MMSEFREDY 77 LAY A MIHD L EED, 833
HEE L, 7B, B BRI &M, B CTOMI. TN CEET
RNWEBZONDL VY —FTNAOAKRL (BEE LEOAFREERY Y —F AR E) 72
ElEBpIN LTz, WRRIZBL T B TH D,

e RIS EE © 683 1F

BN L DI N=F L RZIE : 80 {F

HRHIME T )V =F L RZIE ¢ 46 1

Y EhRERE « 24 1

Ait 833 1k
ZOWESNIZSRO T, SEIOBEZICERT 5 B2 oD WL, Ir=F o
AL FREE], TN =F RZIEDER LW E O S EH T 350 Th o7z,

1. BRORFRBRICBE S 5 i
e L
FRARRBR & L C 70 PEASRER S AU, SRR B AIE R ORI TIC L D v =F
REFENKIT I =F G- ORI & LN Z T Lo S 1370 72,

2. FME eI C B 5 W

SCHERAR SR LIS, B TERZEICL Y . 7 U — (KD LRIV =F % ATz 85 % k56
LTWb YT~ X otk R A ToREYEh e BRI B4 5 AFKH ST L HOA
FIhie,

VRN =F Ok 05T EE T 2 AR COIEMERERER OFR C & LU T IZED
L7z (51, 2B, MFHIHWEERE LT, v~ - Uo7 ) —(KO LAY
JL = 7% Rebouche (1991) (51HCik 12) LIS O #HiE Tldfli FH S v Tv /=, Bain (2006)
(BIASCER 9) TIHEEAERALFRUTFTLE S LTV R o 72 h, S omETH L Z
EMB T V=KD VRN =F & LTEL LT, Rebouche (1991) Tix. GNC #1:®D L-
H=F > (B=F «HCl) BMEH I TV,

#*5-1 HEWEhe|c I 58 E
RKERTH A 7 L NE

it
<
O
S
<

*

11
HYEE S TT




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 | DR R A B PET
FrERLA] (20 mg/kg) @
T—H L EAl, F=
77 VA R ORI
(29 12 FEfE 4, 4 HIED)
DORFAEE DT — & Hh
B, I LN 3 A
D [FIEME 2 MRE L 723
B

EFIRBEIZI T DEER], F 27 7L
BIF IR D 3 DD 1B X R
ThoTo, NIRMED DV =F > &4l
1E L 7z absolute bioavailability 13, #
FIC 15.1£5.3%, F = 7 7 LELHIT
14.8 +5.1%, #&AIT 15.9£49%T
SO BHENREWNTIR T,

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:
63-77.1

6 il DR T 30 K&
T* 100 mglkg DA%
5 RO AR5 %217
- T2 3B R,

R—2F7 A4 L ORNRMEI L =F
ZAHIE, FRIRIN I G-7 DM AE I
34~37 L, 2H I VT T AL 8~
10L/h, VE =R 9~12 R[], #%
M $¢ 5-F£ 0 bioavailability 0.14~0.16
Th O TG EICHE L7
BEARLE, .

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

5 5D FE Rk N BT
EmANLN=F B (2
glday) %5 %, #&H T
FL—H—80D L-H]
BNV =F b L,
JRROME 248 0 TR
G | LA RNy el
i

BHEEORIUILLTDO LB ; KH
By =F v 63% . K H
Trimethylamine-N-oxide 31%. {7 y
-butyrobetaine 21%.

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

6 B DERE NI 2 TN 6
g OFARNEES &0
G- %47 o -y EhBE
B,

NR—=2AF A4 ONKMERI NV =F
ZAHIE, FRIRIN I G- O A S HE 1T
34~49L, 27 VT T AL 5~
6L/ VH I 1 X 4~Th T o T,
% 0 # 5.5 o bioavailability 13 2 g #
5 0.16, 6g#&5-T005THY .,
29 UL Eof 5B Hr R IS FERR
TG0 b,

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 A B M
30 mg/kg DEFARMN % G-
100 mg/kg D% 1 #5-,
30 mg/kg DAL (3
BlDI) DIHyEhRER
BR

R—=R2 T A ONREMEI NV =F
A IE, RN 5-1% O A RFEIE
776 L, &5 7 U7 T A% 10.85
L/h, YHZ-00H1E 10.85 h, #% M1
H.EF @ bioavailability 0.18 TH ~ 7=,

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

7 Bl OfEFER A 712 1
[M105, 1 X2 gD
BTL1H3ME, 7 K
R O #e G L 7aBR,

MAER AL =F R 3R 5 &
TRIEETHY  BEMEITEO LN
R T,

* WA OFEELIL. First Author D 5L,

fERERC N 22t s, WA Tld 29 (30 mglkg) LA oD 55 oD 3K ) AR AR 23 Ik S 41T
BYO, hv=F  FH5%, 69 £ TIRMPRENEL BICKE LTINS 2@En"H 5 ™
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Mean plasma concentration

B —FHT, IA=F o229l LB %1 H3EL 18059 L oGl b s
DO LEFRITRD BNV E DREN D D, Bain H O O mAEHEE 2 5-1 |TR L
Too TV =F U THRRER SIS K D REEhE K O B RE N H 0 P, DB PHAZE L=
FUEEE L EOWIUIREFCTH DS P, EARCITEEERmECfainsH 5 2 &N
Exbivb,

AF Tl Phasel IRBR E LT, =AW ATF U EERHEY E LT 0.4~1.6 g/body (7 U —{k
A% : %9 0.33~1.3 g/body |[ZHHY) MEE SN TEY ., LRI AV=F oMb iEEITZEE
B ENREHRKRE LV EEWZ ERHNEMEDO IV =F o OB S H Y | B/ K ERE
TENTOFEIINEE TH D Z ENWESN TS, E7-. 100, 200 K X 300 mg §E D [
PR E LT/ rA—F—/3—T12g/body (7 VU —{K#a% : £ 0.98 g/body) 73Z=fGHsf¢
HBE, R—#EE CHREO IV =F U ZHE LR ARSIC L > THE ST
AR

WD 7 ) — (K& Wi T, AOEIMER CHREETOT — #3556 TWH
RN DI ENRE A BRI T 5 Z L ITTE R, £ TR EMDVEBEIC oW
T, N—=ZF A UHIE Lo HRE 2 BRI L7 Cmax & AUC ZREAIE L, X5-2 &
W53 (TR L7z 10 B W 07 ds R CoRBRIT, koG RE 7 U —(RIcHF L
THFERL, 2 gULEOBEBICBITDIINL=F L DOALFTT AL F YT 1 13ELS (5
~20%) P, F£7o, AREO IV =F v OFBLRENIEND D, RX—Z2T A UHIEL
T2 I PR O ENRE R T A —Z IR E R ANTYXER L, BB LX 9 ichn
=F 2 OEEITEERENES LTS 2 e b, M EE IR TH D L E X
bIvd, LieloT, Bh=Fr & L TERRDEERTEMSNIZRBROKYBIHIE T
A—H R EETHELTHETSZ L3R YTIERneEExon5,

100 ¢

(o]

o
—@—
— @1
—&—1

(nmol/mL)
B [e2]
o o

+—@r

N
o
T

o
o
=

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

¥ 5-1 1 H 3mEIIEFREGHE O
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500 1 .
50 1 O Sahajwalla O Sahajwalla
A Rizza 400 - A Rizza
40 1 O Segre - 00 < Harper
£ ° KX E O Segre
3 301 £ 300 4 o bk
13 8 g
& 20 1 S 200 -
& )
© <
10 1 100 A
0 ' ' ' ' ' O T T T 1
o 1 20 30 40 50 0 10 20 30. 40 50
Dose (mgﬁ<g)

Dose (mg/kg)

¥ 5-2 #4558 E Cmax OEIfR X 5-3 5L AUC DOBIfR
3. JEBIHE
LLF OEFIHAS OBFI R OB GIRF] (Hv=F ) 1%, L E T O RN, AH
DMETH D Z ENBFRITHT Y N WGEEIE, VAR V=F Uk &l LT b,
1) SERMAEHERFE
AR H T 2 e RACH B FIE D 5 HAGR S N2l INE L ORBIZB T 2 v =F > D
5 (i) ITARBHEL L2 G UTEF OF 2 & LRI 2 ME A LTI
FEH L7z (365-2), B, DL-B L =F oG5 OWE TR LT,
# 52 AR TORRNHEEFEICBIT D DV =F 2 RZIEDOIERRE

PB4 SCHRT g GER], hr=F %G8 R, BIERZ)
— WM | B 5L—. APERE T3 | 2R, EIR, RRER bR, AMERE,

BV = | LiegMhL=F /K |100mgkgday ( [HLv=F>]) , HE5HIETE
F U R | HEED 1 F. NRRERR | Sk SR, 8 ik 5 4 ABIE, REREIT
ZIE 2008 ; 61 : 449-52. 18 EH,

Kl s, 25k =
FURBIEE BV =F
k. RN 1999 ;40 ¢
1042-8. *°

HN=F v FT v AR—F—KBIEDORH TH
L. HRNDOIEBNZ I D L-J v =F 54
MR ST 5, R R OEENME, FIKES
T O L0 B F2W N AR, mEBLO LY A
IRRE B IEH D5y, FFOsRs s 1 3EE 4252 1) T
Weinotz, REHEGERTHRIEL TWRWDAN
ZnNEEZLND, DBETERREBLGFEE S
Nz &, RIREE R 2 LT, 2l
BENELTHA D,

7 kR, BIES . e, EYE, 8 ki TISEN,
weakness, ANHLRIFES . ODHEAK T, EadK T,

Shoji Y. Evidence for linkage
of human primary systemic

carnitine deficiency with
D5S436: a novel gene locus
on chromosome 5g. AmJ
Hum Genet 1998; 63:
101-8.%°

IR K, b—Z v =F o 32w K T,
74787 T7ARNTDOHN=F EY IABFER
BSOS T M A CTHEE T, 100-150 mg/kg/day
(L-carnitine), 14 » HR#& 5, CORFEIER L,
HEIR > T H E - (RE S EHEI < I,
B IR R 7 % KN 38,

MEH ¥ 1. Suv gtk

12 RIS 7 o B4 CRRINVE & 2 S 7o Sk, 16
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-
e

MIED 1 Fl—ZWit 16 4
Mz o7z B IRERIBICD
W T — L N R R R
2004 ; 57 : 959-62. %

ERFERGE (BU7E 28 1%) o 17 s DL LR
N=F BRI (1.2 g/day), 2 4E#1C 1.4 glday
(ZHE B, 2003 4RI FON 1.6 g/day (CHEE L 28 kL
16 F THkE, 5% 11 I D72 0 BRI - B
BT E BITLE Lo, B5FOERNED
FREE L LT, AIEFITIZIRP T v v =F 4k
w42 IR LT E, BUEDI LV =F U E5Dh
THEHERIERC7 h—v A VL, SR EILD
2 DML D IR 0D FL A U, BRI 72 VN 28 KR IY
SHA O IR T, HEhuEB ERE R L

R
BN
=il

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 L,

@5 A, W e AR CE: R, &
T =T MIE, AR & TREEZB S
oo TD%R, ZUNTHIRE, 7V UG A
N =F G TR,

D@40 mg/kg/day (L-carnitine, #H), B/ =F
> A frakBR Tl 50 mg/kg/day (L-carnitine, ##7E),
AV EHEBIEREORINGHFR & L TRE Ry
Uk Ebiz, L-hv=F 2 50~100 mg/kg ©
BARGLHERET 2, SFETOZ Y UM &
HWVEAN=F BRI mAEH L)
0, A Y EEBACE M OMEENR D E D,

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 SiEH -

D4 %2,

@5 WHIR, miEl & A RICES, EIR, &
T =T ME, GBS & CREERZET S
oo TD%, ZUNNTHIRE, 7V &5, B
N=F o HTRIT,

D@31z 40 mg/kg/day (L-carniting) #% 1#%5- &K
BRI B, TV, R V=T
a7y A NGO 7SI, 50 mg/kg/day
(L-carnitine) DOFE (L =F L AMTRER) .
HN=F AR TA YNV LT D
PRYEMEDS 24 WEfEItE, K9 2 f50 <\ E THIm, #%
AOfHOMEL, 7 U —CoA G L. 1 VL
U7 U ORYEMOEINIBELES 5 & & 2
5D,

NS

HiE IE3T. A Y S EERML
SE O HARTZ K & B3R
BN (O HEFgE - BlAT~
AR ) —= v T RERIE
BOKE EOREAIZBE
T HHE) . R 2 R
AR DB RRENTE TR
B NOWIRBED~ A -
Ay ) == #ATRRIE
K OVE#E BB 9 5
Z2] 1990 ; 133-5. *

OA Y EHBIERRDF 4 F, HAEKB%ZICRE
M, EBR, IREADLDEMRKT, 2R, 1 VE
B ISE & fEEZW, % 8 v HEHED L=
7 100 mg/kglday #BRLg, M ~7 VU —A=F
Y DOEFA, JRFPA VNV U LB L =F 2 O
AN, BVERIE TR BRI, ARRRAO R E S B,
@ 5 FIXHAERTZ WA I R WIREBG, 611
AR AR, f R R IR 7 &
O RAPERRIE, 3 REERICIELS, A Vi EERIE & R
bivd, BBlEEOFBIC V=T RAZ#
W, BFEICKT 5, A% 1BEBEEIY I L
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L-% /L =5 > 100 mg/kg/day O Ak H % Bi#h, A% 6
S AR RCCIREENNERR, 3 » A CHE, 6 # A
TEIRY AJRE & RZEICHRE R L,

A F )L
7=
=7
PRRVAVS

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

HABZOBANBIR, £% 1HH, HHEHASK
QHIRIEZ: & T AL, EOBIERER LiBBE, 5 #
HEERCA My 7 LTHo72 20 BV 7
DEEIESIT T3 - AF L7 1 k=)L - CoA ik

ME@-“mmmm”mmﬁwp %%%KEE&%%&ﬁH%TEﬁ?V%%UO
A F V| urine disease. Eur J Pediatr | Mo/dayl ) T/ Lo 9 o Al TR L=
7 v b | 1997; 156: 713-5.% FUAfSE, 10 » Al S0 L-Br=F > 100
= mg/kg/day, & DEIEEDFTH CTHERE 72 <. ZD%
-CoA flii. 2 SRR ZERMIIE 70 EHEI D T A L AVERY T
K 3% I FHLATOWDN, EmaEErT L5714 ME
=N~ 2 STV,

JiE)

R8T | AE KR FEHT L OHE 20 0BIR, A% S HHDODHA VT L~ AR
 -CoA | -CoA flii/kFE#% (MCAD) | 7 V—=227"T C6 KT C8 mfi CHEHT v /L
it K 3B | RABIED 3. HpEk I L7 | -CoA Bi/KFERESRE RIBJEDEE, U /N ERDEESHE
W% 35 K| T 2009 ; 45 : 25-9. 2 | jEMEREr, FFEHT L L-CoA BiKFBEEEE OMIs T
RE fg Hr < . #H A& ~ 7 v £ R

(449-452deICTGA/830A>C) L HeEZ Wi, Al
oI fEE L Thr=F>r] &5 (50
mo/kglday) . 1% 3 » HE A CTREZRL,

@B 12 OBR, FILK T AT ARAT I —
= 7 THEHT 2 -CoA Wik 35135 RARUE % B
VN, U U RERBERIEPERS W K OB AR T ENT CHREE
AllchbE-mrEEfEgEs hr=F>] &
5. (50 mg/kglday) . ¥ v 7T A OBEHRHGFEE,
11 # HFFRCTRE 2 L,

@1k 1 » A&, FE, BECRIR, &M T AR,
Sy VERE VRS BED 7 b MR, AR
.2 v F 5~ 24558 C C6, C8. C10 mEfl. R
HREER AT IR R oM VAR IR, o~

JANT Y ARY LT Y v OHEEINT
HEH T 2 L-CoA Wik SEEEFR KAIE L 227, BI5
AT C LT, BWAY R, R 3 ) o
iy, =721 Nk (40 mg/kg/day) . iE
Btk A M s R L,

IR B2 SIDS*ERJE R
ELENS, BPRERIZE
D % BE 72 < B AT HE C
HoT- T > L-CoA ik
KF#EREHE (MCAD) KAEJE
D 1 Bl BRI VT IR
2009 ; 45 : 7-9. ¥

1w 7 » A&, SECTRAOBIVRE%., EiklE
o= RIEE, REMET V R— A TABE, 7Ry
PR, PLEsErt, 7 UV — v =F V& fE (10.2
umol/L) THh/=F WNikBAE, AMiLoOT L
T )V =F o HT THE{T 2 L-CoA KB IEF K
FIERIIE A b, BIaFRA CHREZH.

h—=FNIN=F >, 7V—T)=F NI
FHEHERF T2 L0 Thv=Fr) 2Nk (HE
) BEERE G [ v =F 8K ) % 20 mg/kg/day
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Wik, 37k 4 » AR E T, RIFERIEOHI L
L, FEEML ERBIE L BB OMERS 2R
A

RN W7 KIE —AH
oA FMNOFAER~ A

AY ) == TITTHA

Sh-F87 > L-CoA it
kFEB##E (MCAD) KAEJE
HANB. kL7 15
2009 ; 45 : 14-7. ®

HAEBHR, /—AhuTA4FTHAEL, £%3H
HOBAERSARI V== W2 CHEIH A
NN =F EfE X D R8T S L-CoA K SRR
FRIBIEZEEDIL, Duke KRETOT VL=
F T CHEE T SV L =F ol R AR
BRI CAXY ) ANT Y U RORNARY LT
U ORE FR. BT RE CHEE 2L, 1B
BRAAEEIL 100 mo/kg/day (L-Hv=F>) ., 4 # A
#1250 mg/kg/day (L-H/v=F>) [ZHE, A
~IRE% S HEEIREL AR L. I r=F 1% 20
mg/kg/day (L-H/L=F ) ~Z5IZHE L0,
MFHNV=F L FT 7V — T ELIE
o L BUEI D 2 38 1E 7 < B,

i = 8

R BZ. BT RAIE

5 VR, JeAh. ARV, WORUGRLARAE, AMErT

X 77 I Lo
T Vv | TR LTBESHT v | RA, JRPEHEEE AT TR VR RO b
-CoA it | -COAL/KFEEEHZ RIBIEDS | VARDOEENINI 2> =03, iV =F T a7
K FEEE | BRG] BANERSEES | 7 A AW T CL4L T2V v =F & T
KR | MR 2003 5 107 : 503-7. X | BT VLA =F U NBEINIL TR Y BEHT
JiE K Y 2 V-CoA MKFBEEFRRBIEZ R o7, U v
E#H7T T4 7T A NOEFRFHMRAE CHIEZM, 300
% mg/day (L-/v=F2) WNIRBLE, &RAKLEY) -
-CoA Jii AR, FE8 MY 7YY K (MCT) &, 1%
K & B H#%EIE UiRPE, 1R BlEh iR e L,
FRE | LI B BESET UV | 1B, YRR, R, SRR, 6 5%
i -CoA /K BEEE RAIED 1 | 10 » H Bl TABERE, B FIER, 25 /) K
Bl . R ER XV 7 1 | R, BEIREE, PRIPEREEE ST TIL Y VAR R
2003 ; 39 : 33-6. ¥ RIEEIX 22D o 728, G 7 U —H L =F O
ETVNHN =T DOEINERD, 747 0T T
A N DOEEFRFHIRAE TI U A A L-CoA &1
X FAL-CoA DIEFMHIFIRTLTRY, 74/
A JL-CoA DIEVEIZIER TH D Z LD R T
T L-CoA oK FEWE R RARNE & 2 S dv7c, BREE
DYERERLL T AE, 45 mglkglday (L-H/L=F )
BOEs, MCT /v flifeikik, E#hk ORK
JER BB, CT LRI HIEL, L=
— COERH S EFAL,
R84 3- | Miyajima H. Effects of a 26 %M, 15 i, BHIOEECHUERREC I 4
v K o | low-dose L-carnitine 7 ey R E B, MPABEE T 7 ) —7
7 meWmmﬂwmm =F >tk (AIF) BRI, IR g
v fr?]fhen”gt;’;'rfglm;gzgihnond”a' JL=F LT C10, C12. Cl2:1. Cldl 72 &0
“CoA Bt | deicioncy. Muscle Nerve | 7 7/ 0/v=F S BB, #Bk{Ls - 4
K 3R % | 1999: 227 429-30 3 NERH &, MEFif 30~40 mg/iday (L-T/v=F2) ,
ENE " Z Dtk 1 » R 1500 mg/day (L-Hv=F>) T
SiE & Y TR L7223 3 » A% MR & FLEE & AIF 233N,
— UH &% IN=F & FIELT6 » H#, EEOHARE
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UNE3

R

TV —HN=F O, MiE7 VT TF X —
Yo L&, 0kl 300 mg/iday L-v=F
5., 300 mg/day OALH &I v =F o THIERIZ
ST, EHAED N =F G T IER R ORESRUT E
fRIESRCHIE T & R— 2 &[S 2 LITTE 2
S, — i BAEDV=F ATl O 7 ) —
HN=F DT ) =<)L LR S | SESI
Rz Li-tEZxohs, BRAEIV=F
X, Q=27 A7 U —7 CoA b & IEFITRT
QE#ENRAY I Fay R T oOml%Ed 5
DEWLEEDL . D2 S THREICHEZ L7257,
WRNC IV =F b ans & BSHEN®RO
R hav R T RN w7 ZA~OFE L,
B et D PR OFEENEIMLTLE Y & E X
b5hd, KAETHIIE, BLOBICHEEDH D
E#HPMAEOZER—NEZ I <bwﬁ?z%héo

B /b | Fukao
F F ac_etoacetyl-coenzyme A | REMET S F—3 2, BRI 2 R AT M e~ 10—
— p /i | thiolase gene: a novel 68-bp | . ¢ L7 3 Ry FUTFOFTE R TEF L

deletion involving 3' splice | _ = o o e
e site of intron 7, causing exon CoA 47 —EBXREIELZW, Thr=Fr]

8 skipping in a Caucasian o "~
patient with beta-ketothiolase | 7=/ HE ORI (2 g/kg/day) . 1EHRIC &0 B

deficiency. Hum Mutat 1995; | 7£ 4 ik & TRER D FEBLZ2 U, AEHHEBMEFREE & 5%
5:94-6.%

T.

Mitochondrial | H&AFED & » Alnd B, THl, lE, BHEO

e 5. (50 mg/kg/day)

BITIEH K,

* o WHEROEHZ 41T, First Author O 30,
** + sydden infant death syndrome (FL%h V2 225K SESENERE)

2) PAEMEX

IV T a R GEANE) [k v=F U RZIE

FUAEMESNSNV T a5 I L D N =F VREZIE~D AN =F B 5IZE T AT
DIEFIERE 2 LU M IZRedE L7e (£ 5-3),
#5-3  ARITOIKIME D L =F R 2 JEDIEFIERE

SRR

B30

1893-7. ¥

EIg =&, diEY
BoE#MBESIZX

TR IR v
=F MIET
MpEFED 1 4. /R
FHEG AR 2005 ; 58 :

EAPY 3%

PUEMEIZ X DRV =F ISED b SRR 2 11 5 (R IpE 4 =
7o LTz 4 5% 50 R &kl U, JEBNE. IRBITIESH 223 K iR
(70 HF D 5 B 52 HIF) 12720, BARF A S OFH =L
t7;A%#$% T2k L Tz, REEFEOIERKREBORIC

EH 2 O AR MHEE 2 78 %ﬁo@%ﬁ@mﬁﬁi%nWﬂ\
)?’7 l\/[ﬁgﬁ WD v =F > 4.4 ymolll, 7 HL=F> 1.1
umol/L Th o7z, FUAEMEORNRY 1L 2 » Afk->TH . WEHED
N=F o OIRENLE . LV ARV =F 2 40 mglkg/H % 10 H
%WWL Ut OFRBIIBAF T D, 5% 2 DK 9 IRiER % 72 <
RS HERTAEMEOERZEONT L E &bz, Rk
%f%@tm A7 b MRS IE DBEE S & 5 /N ﬁbf
EWICERF VAL b OAEYE AT BRI, B L R
AN =F » DFFRLHEIRIEZAE D e K 9 R AETRIRE RS ME T
b5,

[ E

EHh

1% 3 » A&, BEIIKEIERABVIR L, LT 19 HRE®~
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AR 512 X 0K
BV =F v IfIE &
kLI EZD
- 1. BA/NAE
Bl MERE 2004 ;
108 : 059-61.

TR UERFUNENTTSD S, EIRFFIZCAN S DA TR L
L CW=7=d A, Bazie, MR OB E &K ORI Z258D, 7
R o B R CERRIZEIE L7223, CFPN-PI i MNZE 72 Lo E
RE U3 B G- Siz, 0%, WIERIED 1 5 A BRI
O _EAGREE, Eakbe s IR 2580, 7 R o CER
EfE L7=b oo, gl 2 [\ BB 2R IERORERETOEH
AR D BT b ARD LRI 7o T, BENIEEIR
BRFERENTREZIT T2 EZ A, I LV=F L DIRTRED
bz, £2TC, [n=F>] 60 mgky H % 1L EMART 5 Z
& CHERED L =F TN IEFL L, P BIE TR, 7
VIVAN=F UGS BRE TR LT, DRI E R
VIR W ER RS S 2 L TRILEERIE LR /<
o,

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

R CIETANAD LI E A L o BE&ICRHALTLES
TIEFIHE (K 4000 mg) . APBEfg. RVVERE & i BRRIK T ¢ T
FNTHRE U CHER S, B & RPN 0O 7= 8 Ok & K7 v =
FUMGE R TED - O OO N =F 85 (AFLEIZ L-carnitine
100 mg/kg (L-VF 2 88) . £ D% 250mg/8h & 4 HIE]) 72D
YR— MREEZBZ o7z, Z0O%, BMLARHMAEIML, o
ERILAE IR L, BIEIE 8 B HICHKREIE 72 < 52 4xmliE iRk,
AN =F AEFIL VT a O BRSO O BEEHIITF A2 % B
1L, EAOPMZEINSE= B2 bz,

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

400 mg/kg DNV T a A FECCTEILVL T L E o 72 BEIC - 72
INRDIRFI ST o REY % i, ITHEREESE T =T
MIEIZFEEL L TV ZR2WN, 4-en 2L 7 a8 H & 7252 BR- LT
72o L-BL=F o F 5. (100 mg/kg/day, F%EFeSFE,. 3 HIM) (2 X
D LT aBRREOREIXERICER L, Irv=F o BEIX
BHEIZ R > 7o V7 o i & i 5B E I/ %,

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) % %M EEEERL A B MR Z
YT T ROVNREEIC 3~14 M (F¥6.2+31 H) #H L,
M =F REL I hay R THEEZ T, 2 OEAIK
B2l chV=F MR TFEEZ L (BERABMERT T 47
Tay hu—/L78 508445 nmol/mL & Z A, #%5 7 HE TlX
18.7+4.4 nmol/mL) . /NREF CIZMH 7 =7 N EFH, MG
WAHN=F T RS T I L, 2 OIEANTEHERE T
bAIN=F o5 ETHRETHD,

Ohtani Y. Carnitine

deficiency and
hyperammonemia
associated with

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

25 4 OEEH R ER L RFEMmO 27 4023y s a—LomiE
NN=F o &7 B=T HAGE, BEEDO S S M4 H/I1T VT g
BEF, NV eBRIBROEBETIIINV=F UKL, TUoE=
TINEMNo T, VT agpk b El =T PRI, B
N=F U ARELET =T RE SR, 4 HH O DL-A V=T
O A5 (50 mg/kg/day) THIA=F L RZ L& T o F =T M
I,

* . TEROEE 41X, First Author O B30,

3) EMTEE

ENTBEIZBIT DN =F V REZFES~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 /RZHEDIERFIHE

SCHik*

B30

Sakurauchi Y. Effects
of L-carnitine
supplementation on
muscular symptoms in
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ESIEREL STV e W FEIX S 5, LavL, 2odh <, IBERBRT., OmE
BERETOIN=F UMEIITET VABRTFHOR, ATt Ny areh sk
T 2R F UERFIHE EEIZB W T, IV =F iR e T 28T VAR
HDHELTWVD, HITD National Kidney Foundation D1 > 7 7 L v A THAT &3 1F TV
HRHBEARRBEEHE O N =F AHFIFIECONTY axtrTF—varRELHbil
(Eknoyan &), S HIZT R AN T 4 TR EMEBREL T 08E 0N H L 2 L 2B TWV 5,

Schreiber B. Levocarnitine and dialysis: A review. Nutr Clin Pract 2005; 20: 218-43.7°
8 WMOBTREIZB T D IN=F U REZIEOFEETIEX, MHFDO7 YV —AN=F > DIEH
fE X 40~50 umol/L TH D & Z A, 19.2~32.4 umol/L & BV =F LV RZIEIZ 72> T D,

28




27)

28)

EHTEE TOMIMET . IBERT ., JI7. s, RiiE, DEEBET, =) 2rR=
F ARG R R BNk D v =F AT (RAEG £ ITFIRNE ) O 27 #H
ZlLbEa—, 72, DFEII~OIREZFHRTZ8HL L Ea—, 2D L IIZEL DL
WD Z b, 12ET AV W EEREE S (AAKP) 23 F 23— K /% LK) 600
HDBEFED 2ROV E 22— 2L, ST OHEPEMLE, 2 L < Quality of Life
(QOL) ZHBT DI e, BMMIMET & I AF—, LifiE, = ARz TF
HEEWER ML OMRBIZH 2 BT, BT T 20 mglkg DIV =F L §HET D Z &
ZHELE, JIi&. Nationa Kidney Foundation (NKF) DELFHZ SR LE KL B = — L IR
R, RO Y a X 7 —a &% E (2003 42), 20 mg/kg D 71 /v =F » FiEIL 9
~12 5 AfkE L. ERRVRZ BRI 9 2 2 & 2, o Tl #akb5oh
N=F RSN NI ATFAT IR BARBE TORZEMEN RIS Z L
P> B FERI O LR, 1999 4F 12 H 12 FDA M ERHERI O —EROBHT BE ~D B 5% 78,
ZDEE FDA X, [—HMETHA I DB ZRMETH A 9 BNV =F AR AELRE T
HY ., ANV=F U REZWERICE S THERFRERLZSISEI L, EmaErd 2 i3+
DNIRTET U ANSH S| & Lz, £z, FDAITENTRE~DO I NV =F VEHIZONWT [#
EYEDOE ) T2 E LTWD, R, CMS & NKF O& i LR~ D R [ fE & O
RY —%ZFFR LTS,

Golper TA. L-carnitine treatment of anemia. Am J Kidney Dis 2003; 41: S27-34.™
BHTRETCOAIN=TF o FBED 55D T o Z MMUHEEER, 15 DT o & AL
OHERILOLE2— BOLEELHY), MFINV=F o PEDTLHETY ARz
F U DMEENELL 725, KIDOQI DU a AT — g Thx AnRzF I #Hht
PEOAIMBE TIE, IN=F G ERRD Z L E2HERE L T D,

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.”

FHISEITHEFHEIE D BEIZB W TR O, EEGE, FARERR & ~D2 2
N 15 MOFR L L B a—, BITRIEIL, BAEEE OLMICARA K72 TR &
72 QOL DIRFHZ L METH D, FHTHEF D QOL DR IIMEEAIC b 7 ikimaIIC & i
BN H DD, QOL 1HEE OEFKAES well-being (=R, @Ak CE#ET 25 2 L i3A
<ZITFANLNTWD, BITEIEOERIZE 0D 6T, £ < OEEN A EEESCHS
BREDIKTZRERSINTVD, 2T) LEEFIZBW TV =F Ui a1 T 72 15 #
ZLUEa— U, 7HIEERE, 7 HIIRE0, 1 ITFRE RN &5 Th o 72, i
B\ 1 OB H 70 1~4g. H 5T 20 molkg/day D& H &, FRO&EGEOHE
£ 0.5~2g/day TH 7=, TEHEHIRNIL 6D 16 » A F THENRON G-, HMEEE
& LT, B IR, EEge, BIE, S oBmRO ZoiE0 - P, 5
72 EDORRRIEIR, QOL 2 ETH L0, ZOFETELHMEICL VLY THY . WRDH
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29)

30)

31)

HEVIHIHELDNVTAEEEDRD LNV EWIHE LB D, WV =F FH5ITEH
BAEODR &G —EOBE OEBIECEAIER, QOL IR 2 /R L, FFIZIZRITH
E)o

Guarnieri G. Carnitine metabolism in uremia. Am J Kidney Dis 2001; 38: Suppl 1, $63-7."
RFIEBE COIN=F L OFAMEZH L E2—,

BORMGH. i, BEETC7 Y — =2V TUNIN=F L FEOEE %
EHTNWD, H=FRZIFME b—% /L7 25 mmol/L LT, A h—Z 7% 10
mmol/gNCP & LT\ 5, 2 DD E 2 DDA K « TFH U U ATOL ¥ 2—DFEHT
B MAEFAIFREE, BT T OER, DEERER E DIV =F AT DR A ERIZE
LOTND, BITEE TORRDONT Y LRI EROHEMIZSI, BRTF A D
7=, U4 X BEERR, ILV=F &R ETEVWRHSLE LTS, Dl
EOHBEITRE DO T, FlATmEnE . Kt RESHITEE, EBELE (7707, K
M, FEESPE, I A/ F— OE, =REFUERN) 72 EARBEEREE TofM A
THRZAN—= P REZLTHXF SN TNDH E LTND,

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

WINDBHTEBE TORANT T 7T 4 AHA RTA T, AKOEMERZERT 572
DI N=F L OFGPHERINTWD, ZOHT, BN 13 » EIZBWT, HIiZkV B
TERETOIN=F o OERPRES R D CFH L TETEED 65% TN =F )
b T %),

(ZOXEHITEMTHRAOFEZED TENT TOIN=F U EERBDOOLNTNDEN, £
DOFERIZT L OB BREIRON TS Z LEZRLTVWHIRIHTHD,)

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

1988 £ £ TOBEMTEE~D I N =F A FRIEDO LV E 2 —, RFEHEEERERE. &
BEFENT B . BRBAEE I ARSI DL =F U RZIEIZ R G720, L,
MARENT BE OVEOE N CEE RNV =F VRZIENBO HIL, ZhHDORBEFETIED
NW=F UFIFIENZ L DRWIREZRL TS, BITEEDO T —EHICH LN L
=F U RZIENFEL T, ZOBE TIII NV =F UHiFERIEN R ZIHER O E RN
H 5,

<HWEhRe >

32)

Evans AM. Pharmacokinetics of L-carnitine. Clin Pharmacokinet 2003; 42: 941-67.%°
BN =F L OREE, IV=F o ORENL OB E AR, BIRME TOFUIL, #H
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HE~DOEV AL NT UV AR—H— IV =F o F— )L ONTIHEREN TS, &5
2. RO OB ESNTEIN=F ORI E R FT AT YT 4 (BA). oA, 1%
#. BRI & iRy 5 @ elimination Kinetics, fBE TOHEYEE/R E 2 F LD Ba—,
KETORGET =R ELSIHINTWA, ZRICL D L&, AID BA IX 15.9+-4.9%,
FEFIE 15.153% TH V FRIETH o7z (BEEANIC 12 K@ 2 g B LIcT7—4), il
DOWFFEE OWME T, 29 REOHR G EICKIT 5 BAIL10~20%TIFE T 5, Z<V&E
BLGOEEBAIZT5% THH N, 29 2z b LffkiEL 720 | 5.94 g HEIE G5 O5E
DBAXSNTHSTZL W IRERH D, V=T DK\ BA DREREIL, HFiZ X B
FIHENZ 0D, M EETORNROESICER T2 EE2 6N TWDS, IV=F>
[TAERNTIE, MAEL 2713 TE ARG L), RERIRTAMEZ T D5,
ZFOIEEAETHRINESND, ZOBI VT T2 A %OFRIGETEIZ X > Tif R
DHEFFS TN D, I =F U REIE TIEZ OBHEICHN ~DBATOREREIC X EAE &
L THN=F U REZDAELTLTND,

(3) BREFADEFEMRERE L TORH KRR

A U 7oA S R OGEH & i &2 LTSI L e (R 5-5) o

#% 55 NRA 7R HRE K OB N O RLH i A

A, | T
<SERVEGHEFIEIC 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

oY NEEE R 105 R
FH 1T IR 743 72 BROMHENCEET S K
(ZLEBET - Py 6 NUL, vBA Yy, A YAl BE T D AR I E
) 13 U
75 & NEE AR
1 2 bzv FUTHEIGERRR L O E
568 T /NEHNZ BT DIME
5533 ERRMRAE S

712 B BeIEYL
SEB D> & 5 5 H AHEECHT R E 1
S RAHT B e | I B E 2

(e L ikRst) ™ J BN E R EE (DI =F A 7 L EEE)
K e B E (B ER(LR)
L 2 harRY7, &ILERME

NERERER~=27 | F2FE R L Z0%RA

JL A T2 BBIOY T E O

Bl & ihwst) 3 LA REERCE R EE (A REER G L FE)
4 TRNPE) A REREANE
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B =X —{Hf
2 NEWERERILE L OV b U PEAE RO BEE

New /NEBFY  BETH | 58 W o RICHET
2 ik K Fm
(FEyLAL) & LA R R 3 B
IV BB A R
NERVE KETHE O | 15 o R FE
o) ® S
AR I E
NEBE HAERSET | NERES
AN EmKETHEL |1 SRR
hiR B A H A 2 E
Bl & ihwet) E TR e
EHE NIRRT e | 8 E Je RfUHAEE

(EEEEpe) ®

A KEER

C AHRARICEH &

<HEHIVE - ST aERIc

LB NV=F U RZHE>

2V B D R IR SRR
X0 XN ERD
<

(FA4 7« A R)
84

6 LT alEoORIER

<BIIC XD IN=F

RZIE >

BEIRIBHT N> BT o
54

(AF 4T AT
VA e A UH—F g
F) &

IE k29 5 kg ik
10 i iEEHT D& DHE

IV & FRA 725G
32 IR E

| &l
37 DRI R

IV DIE & DA 2

VI KT

MBI B O & PHE
& FFN G-
(FEiLEE) *

18 MEEITEE THALNDIEIR - BOHE & £ Dink

17 st - ApAlE

MARENTHEATRED N Z
T e vw==2 TV JER
Bl e N7 T NRNZ AT
KR
(HRAT 4 It
s—) ¥

. JE IR
8 i

BT DR &

3. mPE, fib

(hh At *

14 Hv=F>

<R BRFEIEIC L D DN =F V RZHE>
1. The Metabolic & Molecular Bases of Inherited Disease (McGraw-Hill Medical Publishing Division,

eighth edition)

AZFE T, 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 B4 VEEIME, A F~wm
fe il iE (94 %) . Z /X ufginE | A (95 #) . Medium Chain Acyl-CoA
Dehydrogenase(MCAD)Deficiency (101 F) (Zi%, IV =F v HEREHNTH S Lt S
TEO, FiZizZz o551, 60~100 mg/kg/day & Falk LT\ 5

VY N RES LTI (mABET - Uy RY)
AEIE, [—REINV=F O RZIEICIE, DV=F R O#&F 513, 28R 7 b EED
fEE 720F TR DARRERHR MR TSR L CIRERICH TH D, 7V ZIVERIE | B K O
Y EERRIE CiX, AERMBEDOBREDT-DHIZ, 50~100 mg/kg/day OF 52175, —
WAHET v =F > DRZIEICIE, 1V =F > % 50~100 mg/kg/day £ 0 #5425, ST afig
DO EELBITERICK L CTlE, 50~100 mg/kg/day 0 /L =F AfikaHs Z OESER 22 B GHE %
TEIARETH 5 ) R ENFTH SN TWD, £z, [FH3IBH AR, KRk, &
WS 712 B L A L LTU TR ICRE S T D,
carnitine (Z7/L=F )
AV =F  RZIEDIRIFRR L ORBIEOEIRNIENI A OG0 R0 (RENEN
O hary RUT~DRAZMRL, =X VX —RH#IHLETH D, )
R - 8~16 mg/kg/ H Z EIRPITEA
/2 50~100 mg/kg/ H % 2~3 3HILC, 1 H 2~3 [FEI#& 04 5., 50 mg/kg/[al % 4~6
B & &I ERIRN$E 5 (B Kk 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
(5 K 300 mg/kg/ H)

IEBIN GRS S RREEEE (2 & 15

ARFITFMZED b OJe RAH B FEIE OIEF & JRWEIFH HIY BT, 2 En0REORE
MEMAT-ZFEETHD, TNENOEBITLEOFLE L H LN, EUNILLTOLIICE LD
TW5,

AFwn CERIGE, 7 v A ERILE 72 & O S RIEA SRR S HE, IR IABR K %
FIRZIET: E OISR B EIE CIX, IA=F B EIIMNETHY . mh7 Y —Hh =
F B 20umol/L % X LWL DT HN=F a2 R GT 5, 0T aliEt N v AORS
JEBNZIE, &7 =T MIENRD bR WGEETHIIH 7 U — L =F A 20pmol/L
HELLAIE, AINV=TFrOREEITO, IN=F L OREGEIT, FKRRIZL - TS E
SETHLN, WNV=F 2 T AR—Z—KIIE T, 100~200 mg/kg/day., A HERE MIE
72 £ ClE, 50~100 (200) mg/kg/day M EEThH D, RZIKEEZH AT H5E121F, 20~30
mg/kg/day THHThs,

4, INERBHEBE~ =27V (W & hwL)
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AZE|L, Vademecum Metabolicum: Manual of Metabolic Pediatrics (Johannes Zschocke, Georg F.
Hoffmann) DERTH Y |, Wi, &, BROED HET#E L -EETH DL, ZOHF T,
EWREOFA|O—>2L LT, T hary FY 7HNIZ COALEMNERET 53 X TORE
TlX, #/v=F > (50-100 mg/kg/day) Z b, T 7206, 13L& A EDOFEBERNE, | &R
INTWD, £, FETOREBERO—2L LT, DRESCHRETRIZED, FrRO
HRE (BX v, AV=F v DRIV TVE I VRERER, | LS
Do

Z OMO/NEBHHEIE ORI R EBHOPIC LR GEOLRETIIRNbDOD, IV=F
REIEHT DN =F G5 0F AR EH S T 5,

<HKME - ST BRI LA BN =TF U REE >

5. NATBEOBRKEEE L0 X0ENGTERDT (FA47 - AT R)
REOASNVTaBORWEROETIX, hNV=F v ORZIZLDENWERZBi LT 5 BT L-
AN=F v OFAFREGEPHERI LTV D,

<BHTIC XK BNV =F VRZIE>
6. FRIRENT N R 7 w7 FAR (AT ANV e AR e f L F—F T aF L)

DAL D EEARBEGR 7~ b BARA) 2 R F TR L7 Fo|ETH 5, AFIZBWNT,

TV =F AR U CEENT O A OHE &K ORI 5EME E L CLL T OB A H 5,

MREHT DA GHE

1) AR DOFEEOIE « BTEREICH N =F 2545 & BTSN T 5,

iR PR ) 70 3 [ R

1) Erythropoiesis Stimulating Agents (ESA) fEHitEE LD E @ /L =F 213 ESA USHEA 1R
ETDAREENRH Y, IV=F NIV R F U OEER L E LT EOMERH D
2, FOWIGIZE LTI T,

2) DFHIE & DR EOIE BT IC 20 mg/kglday Z FHET D L-B L =F REN, LI R
WL THBR THD ZLERBT LT VANREI L CTHET D, WILV=F VEIED
BT, MO CRKEOT Y AR F o2 0EE T 2800, SIMRmE, %K FTH
%o BEYERN 7RIS A0 ROt LR VBRI K T & B9 2 SEEME O OIEDIREIZ G | L-
TN =F AT B D0 LIV, 9~12 3 H TUENR R THIE, Br=F i3k
BT R&ETH D,

3) HAKTFOHE BB RERE CIEBEMCTOI N =TV OEANMETF L, BFICLDD
N=F AERGBOT 5, 61T, MEKETICEY L-IV=FrRrEsnsd, Lo
Wo T, BNBEOHRNANDO ANV =F REFIKT LTS, SBEE~D L-I1r=
F L OBNRNBEGIZ L0 fi), e, FRENEET DR’ & 5,
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7. MEENTBE DG OHE & ARG (FFILE)
FAEDTFEEOEMEEL L ThHNL=F o nEF bin, Ir=FLrDRZIZEIVI bar R
U7 ~OIEHRBME MR T T 5 &, =X — R OFEENE U TR O HBUHE A3
MT 2 EMESNTWD LI TN D,

8. MEBEHTHATIFD N7 T« v~ =27V JERB] » T T ARNCHTH R (RARAT 4

Bt H—)
éﬁ25y7®ﬁﬁ®£%ﬁﬁﬁ0iﬁéﬁ¢C%%?é@ﬁ®fﬁ%F§7W%WUL
T, TOXMKRPRINT-EETHD, KETIH., BITEEIX MET L =F R ZIREE

bHDHENVDITND, MRS, LffEdE, = xud":nv’“/#f&#ﬁ%‘mlf@&ﬁx%éiﬁ/\
FRCIBREZ BT D, KETIE, FHETITBENTEIC 20 mg/kg, ﬁDTilH%W&%mg
BETDHLHRESN TS Z ENEH SN TND,

9. BHTRRE O & EHE (PHMESFAD)

BHTERE ORI E L E LS Bir-o TV D, REIZZOMIN IG5 - HHEOFEFRIC
OWTHENPSEAERITR LIcbDTH Y, TE | TEITEEIZR T 2 BB E & 25
fll, ZOFHE KO HEFEEIRE] RIS Tnd,

BIBEOIN=F o Ta 77 A MCHONT, [T UL =F 3@ Shena, K
53 DUERET NV =F ANTHENT SN D T O MIREIT R IR T 5, B L VERESNDHE
Bl OAN=F BEIFIEFEHE ORFYHE L IZER T bW THDH, LnL, Hr=F
YDIXTT 4 TINT L APPNEL THBNTFEREDRL 2D RN ORIV =F &K
T9%, BRETET VN IN=F o O7 VT T UAPMETT 5720, T =F

FEHRENHEMT 5 B2 0N TNW5, | LitilishTns,

Fo, BHLEBEE LT [BITREICL- IV =F 2595 2 LI LD BT oA L
ORI T, B OZM & EERE AR, A, A=EREET, &MU 27U ') RifE
DT DH EHMESHTWD, D-BA=F U IBAHEIC L FE4RT7=0, DL-A /L
=FUEFEGTRETRY, LIV =F &0 (I~2glday) F72i3fEAR BT TR
12 3~20mg/kg) THEET D, | i TND,

(4) ZEXTEBHEOZERIA 54 U~DEEHIKR

TERRHEEIECEA L TOHA RTA AL FIZRE#E Lz, ABTIE, [ F A~ ZEAIZ
PEOFLWA Y Y — = FRIGQEEOIRERS ) DRENTH D, £/, B TIEL, The
National Kidney Foundation Kidney Disease Outcomes Quality Initiative (KDOQI) CK[E) DA
RIADBH 5,

<SERMHEFEIECE L COHA T4 2>
1. XU T A~ AEANEIFH LV AY U —= 0 TR BIREBOIRERE (BIEES) . e
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Bk v AL SRR EES HEEaEN  BBUWEETEEY
AKITA RT7A4 0 Tlik, B EBHEMOBROFAINR TH SN TEB D . AR
FWIEERO— R EIHLE LT, Ir=FOf5i%, aEHoER (TL-ar=Fr (F
ERERE VO WMEDRDH L, TIRSN TR | ) MOERBkER (TL-Z1r=F> (30
~200 mg/kg/H) #O&EG] ) 2T o TWD, Eio, ENERREREE IS 5 15%
DOFERIE LT, pr=F %, BEBEMBRORHERFIIIOM T IV =F o 2E=H —,
@QAN=F VI ANV R T AT 2T —8-1 REBJEIZITFEE L, QL=
(30~200 mg/kg/H | 57 3) . H#H - FEAEMB OB RT I2IX, ORI Vv=Fr%E=
—. @L-Z/v=F> (30~200mg/kg/H. 43 3) LRENTWD,
ZoO NEFEREE) CTlE, T AR ALK DRIV —= VT TREND 22 EEROFO
6 RBTHNL=F UFIC OV TERBEN TS, MERELRTIL, kD r=F>
RZIETIE, L-Bv=FOFE 8T, 50~200 mg/kg/day, & Do —wkPEH L =F K
ZIETIE, BMEMITIE 30~150 mg/kg/day I EM O R, ZEYSUTEMERIC I 30~
150 mg/kglday &R SN TS, L FICREZ L OB 2P L7z (£5-6) .

56 HWHRITLOIN=F o BEHIZET D

e e 5 m%
ki BT A
AF~a UM | Av=F o8 FREIRET | hv=F s hv=Fr (= iv
i IREN TN RWD T, Fliak | F°) &R HMIC 50-150 mg/kg/ B
THHEL, EmCoORERS | #5375, 7V —HIr=FOiH
BT 5, HIEOSL G | BREIE50 nmol/mL (8.1mg/L) LA k%
200-300 mg/kg/H . O D% | BEIZT 5,
A = v B v F v ©100-150
ma/kg/ H & 59 %,
T A URRIE | A TV n CRIEDLS | B4 2 By ERIGHEA T Lva o
LEFRIC, e i DV IEIEIZNE T 5,
B hIFA7—¥ | — REAR (1.5-2.09/ky/ H) 2EIDS
RABSE nNTWab, Br=Fr a5 7Y
VEBEENETH o L0 ) AN
HD,
A Y HERRMAE | HV=F > : 100 mgkg/H, | H/L=F> :50—100 mg/kg/H
FEDLZET D,
AFNr v b=)v | MOFEEBAREEIE &R | YRk KL =F U MmiEICx L
7 U PRIE BRICEEBKICL2 0 ) | TUExhLr=Fr (L hLF Lo %
—& 5. 7Y F—v 2D | 50-100 mg/kg/ H %592,
E. BV =F et &
05,
E RaxT AT | IN=Fr  BEMOEER | WEE KOV =F CMEIK L
72 VIR ILE H. b L<ix50mgkg/HZ6 | TOL=F> (ZLILFLre %
[ 2 e (R 7KER) o | 30-100 mg/kg/ B #% 5975,
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~IVF TV I VR
X7 —¥ RIEJE

Hv=F > AR I L =F MAEIZ %)
LCldn=Frz2&55 5%,

HCS K H8IE O AM: WITE 9 I
A F )L~ v B IGE O &k
HAVERRIZHEL 5,

T VA JVER IIE |
i@

AN=F v REMORGER
5. HL<IX 50 mglkg % 6
IR LS H L (ARG &

ik VAR 77 e (10 mglkg/
H) RO/ LF % (100-150
mg/kg/H) #5735,

A ¥ REITER TR (60-90
umol/L) (2, 7V —H)=F RS
1% 60-100 umol/L (9.7-16.1 mg/L) &
mEICHERF T 5 X ) I G B A R
T 5,

H1 84 7 > L -CoA
€ 7= €i-tha

HIV=FHiF 7Y — B =F RN 15 nmol/mL (2.4
mg/L) LLFIZ7R BRI 5T 5,

&8 7 >
-CoA ik &%
RABIE

HNV=F I T Y — L =F N 15 nmol/mL (2.4
mg/L) LAFICARBRWE S T hvF o) 28555,

AR SRR 3-
ERa®s 7L
-CoA ik EfEH#
RABJE

HNV=F S 7 U — B =F PEEEA 15 nmol/mL (2.4
mg/L) LTI bR E 51T 5,

Tv=F 3
rAWVET AT
T J—¥ || KIEIE

HI=F AT 7 U — BV =F L EEEAS 15 nmol/mL (2.4
mg/L) LA FIZZebnk 9129 5,

T =F T
BN =F T
2 —B RIESE

HNV=F S 7 U — B =F PEEEA 15 nmol/mL (2.4
mg/L) LRI bRk 51T 5,

EHMEN=F

M7V —h=F ARENEFFREICRT-ND LI, L=

REHE (Bv=F | F ()L H/LF ) 50~200 mg/kg/ H # iR &%, RALTHLA
VRTUAR=Z | HIZIRPIZKRONDOT, 1L H2EBED S 3BT TIRISES
FHE) JFAE,
TVEIVERIE Il | 7 v =F %5 1 100-150 mg/kg/ H # IR FH & & %,
il
VU CE || REEBIOTER (R0 90 3 DIRIE) J1)v=F> : 30~50 mg/kg/
A (i R — H

M ORI (£ D% O 24 R EOIG

w) o

F1)v=F > . 30~50 mg/kg/ H

HCS : AR LR xS T —B A RS

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

aciduria type 1) *°

2003 4ELIK, FEOHEFIF N 1975 4£~2005 4 £ TO XL Z BFEIC L E2—L, &5IZ
SR> 35 fiak T 279 4 DEE 28 L TEEEN Z v Xk® 7 v a Ve T, T b
DFERZ S LW EIRRICET A0 A R4 U BRAEIN, ZVZABERIE | BUREIC
BNV =F o FERFEREN TS, TOHRT [N =F NI T NZIVERRIE | Bl
BREFICAAPER G INDERETh D, IRV =F 2 RZIEDTESIZIE, 100 mg/kg/day
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DORRAPEGZITV, BHGRITZMF DN =T VRBENEFREZROL IICHET L2 XXTH
%o 6 LA FO/NRETIE, @I 50 molkg/day O D IREIIEE, FHRISCAEND DT
XA N=F OB EEZFEE L TIT), | ENEHIN WD,

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

KA RTA L, REEMIEE - I ha RYUTERBIEOTET A TEDSW 2l &1E
BEHPICREINTE LD THY | ARLMENE T —FX—2AZHRBEL T T
AEWELTEEDON, HRINOIAKRELTUL, IV =F > N T RAR—F—5
FIECIX, NV =F RN LHIECHMOERRIMEL R IET 5, HDIEFITIX, Ir=F
VRIFRIC Z VD DB AT 5 Z AT E D, ML BF. Dl BT OB L =F Okl
BETICHETD & L =F  OFRG5EITENED 51528 100~600 mg/kg/day T
Do 2 NZiZ, M L~ vz fllE U CRES 5 2 L 0B, mIEN iTV&U\&'iu%
IS S ey, E2, 8T v L-CoA Bk ERESR KIBAE, —BAREE RKIIEIC
L-INV=F o OBGIZZIREIN =T o R THTHDICHERATHDL, | & aaﬁzéﬂ
TW5, BHRRER DL =FRZJE (Muscle carnitine deficiency) Tix, L-I/L=F D
FRLEFEHEY 7V Y FEBL DIEFITHRM TH /LI NTND, S HITREH
3-B R ¥ 7 L /L-CoA MisKERESR KARNE & FEH T 2 /L-CoA il /K FREESR KIRSE D IRHRIE
IR T, ZEEAET S 2 & mRAE R, RIENREZ 52, RV =F L RZIE
ZTEDIC AN =F L OMANAHTH L, LTV D

<BEWOTA KT A 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®
KA BT A Tl BEBREROBEDBEMDIGETD L- ANV =F  OFEMZ2HET 5
TET UAFAT S THDL E SN TN S,

6. AFMTORFRERRE (BE) RUOEAREICOVT
(1) BEZARICRLIXBTORARBIKRE (BEE) FICOWT

%%%Eﬁ%#%@ﬁ%@?ﬁ@&%@f%éo
AN DEYE
ZWM£HH115 AARGERMAR T PR —RME, RV =F o RZIEITHT 5
i « R T HE - HE%EO %ﬁ$ﬁémwﬁﬂm OB & B D EEE
%S
2007 -3 H 26 H : fEFIEAN B AN E P2 K0 Bk O B4 5 5,
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2. [EATIEE & Ol

2007 4F- 2 H 13 B : JEABEE I M EEICES < 2 IV F U EEO I ER K OV ik -
R EOFGREE —ERRFEORIFITHONWTHAREZE L., EROBHEEIZE LT
FREEZZ T RN OEEEIT > TEI,

KRAGRIE - WISHEDORFIRI G L 720 | SEIOERHEHIZ

k. BEEAGROKR IZBWT, IR NV=F VRZIEOF D 2 R (a4
mﬁ&wx%WVm/Mmﬁ)@%%ﬁ%ﬁ$&LTLELt*Ei LTFToEEBY TH
60

M), DEBICHT 2 H MR OE A Z LT 5 X REIRBA SN, — T, B
=F URZIEICKT DB, YK, —IKEIN=F U RZIES~OELZIHED RN HD
DRI )V =F IR ZIET & D ARG FIE A~ DO P RMIRED b DEED R < |
RARIENLEENTZ, ZOLIRERNDLINL=F V REZIE~DBRFE OB ZBtE L

IR T BRI FIEASE D < “IREA NV =F U RZIEE LTRSS OH 5 7 e et v
B2 MLJE M N A T /b~ 1 CRRIE 2 b R & LT E L7,

(2) ZEEARICHR DRI TORRKRAERAIER VERRERARERREIZDOT

BB T ERENDL ORI TROLEY TH D,

1. ERARRBR AR

AP

2. ERARME S RE

(1) AR A

AFIE 1990 4 3 H 30 HIZARR S TLAKE, 10 4E Ol FREHAE 21TV, 288 51l & U 4E
U7oo WHE L7 288 D H, T5hRE - ZhSRAE]) 1 86 i), T5h6E - ZhRLISNDRER]) & LT
1L 202 BINUEE SN2, b ix—kME, RO DNV =F Vo REZIETH -T2, EDfE
MBROELREER - JFREIX, ST aigh N AL 8T CE=T E (79 #1) | 12
HEREARBICBT EV=F 1MfE 236]) . I b= KU TEGAE (18 1) . OTC KiE
fiE (14 f1) . CPS KAJE (6 1) . Z /X EEIRIE N AL (4 f51]) | ~VF T TNV RF
T—EBREIE @GH) RETHY, ST a@E T N UL DET =T MAES~OMEH
MEHLTEL, WNTEEBREICBIT 2KV =F U E~OFEHR Lo 72 (5 6-1
)

#6-1 fEHEGEHE CIUE SN 7' m B VR IIE XTI A F /b~ v EERIAE LA D JE (51—

BEA

i
HGRDOZNEE « WL DIEB DONER | BIEL | KGR DZIEE « Sh AL DIEF] D | Fil%k
iR
S TaEF Y A EAET Y| 19 | IEA = R LR R 1
=7 MIE JRIE
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BHERA2ICBTEIV=F 10| 23 |FErvbv—vRrBHEI7V | 1

JiE ME

2 b=z R U T HNARAE 18 | Fh7uvl CEB{EEEEOIKT | 1
BN

OTC XKHEJE 14 | Fr7vl CBbEEESS R | 1
EIE (i)

CPS KB 6 v 7V — VR IRIE 1

TV E VERIRIE I A 4 | Complex | RIBIC L D m#fem | 1
JiE DU

~IVF TN IVIR X T —B RIBSE 4 | e R LS 1

AV EHEREMAE 3 7 U V-CoA TNA Kb —| 1
B RIIED G

Leigh AME 3 | A7 —BXREE 1

TV VIR IRIE | A 3 Ve R KERESR KEE | 1
DFEN

DEMETL =F v RIBSE 3 | Gl B B bIEE OUE 1

TV BRIRIE 2 JRIKASEH @ metabolic acidosis 1

A =Ty T IRIE 2 | e R E A R E 1

AT L ERIE 2 | IN=F U RZIE 1

i e A 2 | v =F o RAESE 1

SR E 2 | et =FrRkZ| 1
JiE

PR R BLAEIE 2 | BRI AT — 1

w7 =TI RIKAE) 2 IA T r e UR (E) 1

8T 2 L-CoA MKFREESR RIEAE | 2 | IREEMEOATE 1

N

TV B VB RIE 1 7 A JEMERE 1

A FEIE IfLIE 0D B 1| 2SR R 1

(Neonatal hemochromatosis (= & % i

ARA)

AF L~ RO EE 1 | 57 =7 IMIE 1

CPS #y K$JE 1 |3 202

OTC: ornithine transcarbamylase, CPS: carbamylphosphate synthetase

ASBIOBEENFIRDLANV=F P REZIED I B, RFO ALV TFa@@F M) oA D5
TUE=TMAE] & TEEEARRICBT AR V=T UME] & [ZOMo B NV=F K
ZIE] LT, ZOMmoEEE HERERBEFEEFICLD I NV=F RZIE (Fer's
VIEMAE, ATFV~vu UBIIEEZ ST | & LTI, BUTOHEEZB X 256
ONWTCHERR LTz, 2B, PR ERTHE O 35 flL 1 HEHEEERFD 12 fl2Fx< 241
BUZDWTHRFT L7z, £7o, RE 1kg H72 0 OEH&EIT, 1 B E#E G &2 5 o ¢
PIURECRR L CEHE LT,

ZORER, L-h=F e LT 60 molkg 28 % TG SNEFNE. T RuAH
FHTEBIZ L D I N =F VI RZIE] 1%, 169 1D 5 6 58 i, [Z DD TV =F 2 RZIE |
TIE 7240956 3FITH -7,
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3. AFICHK

[(1) EIEALbiRER, EYBNRERBRE DAL E L COWMERI ([ZR#E LB
HZATV, PubMed (T THRBA ZMRBFEE L, JEFIHE K OEEE « 75, AAGE TR EZE
il ZhHD9H, IN=F HEOL#ENH HCHR (K 200 ) Z#FET 580 L-
TN =F OG- EIT, — IRV =F 2 RZAEIZIX 100~400 mg/kg/day, 7 /v & L EEIILSE
| 21 100 mg/kg/day, Y i EERMAEIC X, PO T LB L=F OEEIZL > T, K
IR (0.8~6 umol/L) Tl 30~50 mg/kg/day. i (21.7 umol/L % T) Tl 100 mg/kg/day.
7'a B UERIIE K O A T~ v ERISE O 2VERNC X, $E T 250~500 mg/kg/day,
TBHEIZ1E 100 mg/kg/day & s SN TCW5D, r B UERIGE, A F /L~ 1 U ERIIE LIS O
HHERE . MENIRR AR EIE T RN =F U REVBAE T TVBER, —RMED L =F
VIREIEIZHARTH 058 (30~100 mg/kg/day) TIERE L TV DHENZ D, KRFED
WMEIZBWTHREROMEM A HELE S 525, F1IZ1E 300 mg/kg/day # #5- L TWDIER] S H
biviz,

7. DHBFEOZEMICDONNT
(1) BEERARICEAINEAZBTAR3IETUOARVBARANIZE T 2EMMEORETMIZD
T

<ZNANTF UEE (VRA V=T ) OFHMBEIZB W T LRI =F BT % Sk
WD Z & DOEEPEITONT >

TIVIINTF CEEDHIRTE L R I =F v k8 ThH 05, W TR ST
WHAN= b= (T~ ZUth) OFEAIROERIZVAR IV =F 2 (7Y —1K) ZH%)
oy e LTn5,

A B QAL BT DA FHEICRBWT, 7 U —{RIZBT 2 SCREEARILE LTHWD Z &
DIFRENE D DRFT E AT o 72,

FT. H ke 7V — ROy ENEA B LR E LR LI, /oieho
72

Wiz, b & 7 U —(RZE NI CHEME S - BB RERBR O L2 i 5 Z L 2R L
e, IN=F L LTHECEOH LM E 7 ) — (K285 LR B RII AL =69, £/,
5. (1) ICE#ELIZERBY, IN=F VZIEREOEBEL RTZEND, IL=F L
THIp B P58 CHi SN - BN RERER ) O 15 DTS BNRE T A — X EE G BAIE L
THEET 2 2 EIIZY TRV EE BN,

Wz, Bk & 7 U —(ROEME R NZ TN ORAF)N S OHEORF 21T -7, —#&%IC
T8 G-REO I TR L T2 R I BB L VRIS NS 72D, ke 7 ) —(koZzhZEih
ORFNNOUERE L T= v =F o o3EyEhie (I, oA, &3, Rt [3ERRnEEX
Bz, b LENELD ETHUE, Bk e 7 U —(ROK~DIEMEIE K O 2 ol
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DO OEHEBEOHEICL D LD EZEX LN TH, 2D OBBEOMEL RS Z & T,
kL 7 ) —(KOEYBREOFHEL RGFTT S Z ticfiabhd EExbnTz, £9. ik
ME 7 U —KOK~DEMRIEL, WIFhbEnZ EnmbhTnsg, 2, ik 7V —
ROBIFID S OVEHMEL, ZH 2 A AR 7 A E SR BRSO USPY O HERBR 12 81
T, WITNHESNTHDLZ ENFLNLTND, ZNHLDI Enb, HL=Fr Lt L TH%
O () O ke 7V —IKORFNGIEL, HILEIZBWTHSNIC ANV =F B3t
HEBZON, ZHHOEmNG, W07 Y —IKIZEET 5 kL, o FEICEVHESL
BRI IE, FHMEICIEA X 5 B 2T,

() Inv=Fr L L TOBETHETSH L, 7 —{K 100 mg IXH LK) 123 mg (ZFEYS 35,

<HIRE + RIZHONT >

BUE, TAEIZB W TERB IN TV L ARAOREE - 2hRIE, ERERPRFIEDO S b7 r
FUBRMSE R A Fo~a VBRISEICBIT D LRIV =F o REZDWELR>TWD, —7.
TAIZBWTE, [N =F V RZFEKROZEOMO —REII NV =F LV RZIE] &782->T
B, IV=F 2 T AR—F —BEEFEO KM NV =F REZIEIZINA T, IV=F
Y DRZEET D IV IR RS RE 03 A O B R MR DT IZ K D ZIRIED 7
N=F VREZIEIZOWTHBEICZILRT 5 Z LRk b TWn 5D,

ZHUZOWTIE, £F, AEIOAHRFEORG & 7r o T-2h6k - IR OIERIT, AANCBET 5
HAHIPE AREPNICHB T D BRIV =F U RZT IRRED I, MRS IEEICERE L
72 T eA = OERA~OPEH, e A= nED I har B THEREOR#
K OWRIE) OFFAICE i, A EEFBEMONE LB 2 biz, I, —HOHEILD
L5, KE - EKE - ME - ALEIZBNTS, BERH S TZEIHE - ZIRICET 288700 5
NTEY, iz, ERERBREE L OFEAMED IV =F L RZIEIZOWTIX, Z2HRICET
5 EBRNCEL 2R EFICLERENREO b, S 61, NN TH, BEEOREE -
RN BT 2 IEFIHRE D & 0 BERFEHOFEEN H 5 LRBD L DHI1ED, R RFIEIC
LB NN =F V REZIEICHOW URIEEREH AMER ST 5,

<Mk - HElZo»wT>

BUE, BRETERINTWDOIAFORG E&IT, #@% 30~60 mg/kg/day (ke LT &
o TS, —J7, BWEIZBWTIL, 1 H¥72Y 150 mg/kg (ke LC) £ CHIREAHE
THIEBRRDLNLTND,

ZHUTOWT, KIE  E - AAE T, REY 20 o#EREHEO EIRITV 3T 100 mg/kg/day
(ZUV—RELELTO) ITHRESNTWVWD, 2B, TNHDOETIEH, BAIZK L TEE V&N |
FRED, REICEDRVHAERNREIN TS, (FRADKEE 65kg & L THE LIGE.
FFEO BRE I DA VWEICH YT 5,) KETIE, #EREMEO LRIE 200 mg/kg/day (7 U
— k& L), MEHENTRE IO L OUIAEREICE ST 1gday (7 VU —fKE L) ITRESNT
BY, FERICE > THET L Z LA MENRMAENRER2IZIT 7 U —KE LT 400
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mg/kglday £ TORENRBDO NGB0 H D, 12720, BRKERZHER LN bET D Z
&REMMNC AT, A ZY A ] ER L =F PR R OV ORFIRIK A £ =
Z—F5HTLLINTVDZ L, KOMEENTREOIRAICEE L TiE, v =F > OFFIRES
DOYENERE CREELRER EOFRENE LN TV EEAICOREETL2EOHIRRIH 5, £
7o, HICBET 5 ERRAICE A e BB S Tl #E5E 95 LIRE S LT 100 mg/kg/day (7Y
— k& L) OREEARD LN, ENOEFRSE TIX, HEREIZENH D0, BEOESL
& R (60 mg/kglday, ikt LC) 2 CTHE LIZZRENFRO bvd, Je RIEHE S
FEWZ Z DN =F V RZIEIZHT HENOBZIFETA KT A4 BN TIHED ERE LT,
KEFETOHREAEOFHMAN—HEN L0 OovEmW b & (B & LT 200 mg/kg/day) =
T/RENTWS, F£72, AFlofHABEREICBW T, BITOREHED EREB 2 &5
SNTIEBOGIMEDFTMRAERIZI TR DOSZED LB ThH D,

<& >

il G AEIC BT D L =F V RZIEICB W THITOARO HE 2 THRE S - iEF)
D NEDOFHIFERIZLL T D LBV ThH o7z,

T RMERBRFIEFICL DNV =F U RZHE (T B4 VBRIGE, ATV~ a U BEL S
ie) 186 IO T, KEHZ Y OG- EPFIRE EE 169 i k) & LT 60 mg/kg ##8 2
TG SHITERNL 58 Bld v | FHIHUEDS 11 6, o 26 fi], Lo 10 i, R4 4 4,
HEREN THITH -T2,

ZOMDIIN=F L REIE ST aligF N U ACEDEmT =T MER OE M A4
IZBT DIV =F AfE) 102 FIOHF T, (KEHTZY OG- ENFHRATREZR 72 i, ML
¥ & LT 60 mglkg B2 CHESNTERIZ3FH Y, 1 FITFEWHLFET 2 HllEkFETH -
72

(2) BEEARICRANEANZEBTAIIET UV ARVBRANIZE IT2LEMHDREETMICD
LT

ABlDOMEACIC T DN FFEICB T, 7 — RIS 2 TS A BRI E L CHWAS Z &
DATREDN E D IO FNZ W TiE, (1) HERNRIRIAEANCBITS=ET AL OVH
ARKNZBT DHIMEOREFHMIZ OV T) IZFe#HE LT,

1 ERNORMSCEICI T SEIERICOWT
ARNOEA CEICZHINTEWEFIILUL TO L BY TH 5,
FRASER] 293 il 9 1] (3.07%) ICRMEHMRFRO B TWD,  RERE L O FEAK TR

TR/ 1% At
THIEAs BACRIR, T, KEE, BRI
Z DA PHIIVRIE, PR, &
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2. WAL OIRM SCESIZB T 5 RAMEEH
WA D LRV =F BB ORA SCEEICREH SN TV D RITERS O &MEERITE 7-1
DEBYTHD,
R T-1 WSO SCENERED D ORI H

B, RII{F 5
<K[E> < ADVERSE REACTION >
CARNITOR Tablets L-Xi& DL-v=F OO RAICE D, — @Ol
(330 mg) LR OMEL:, BEARE., OV FH & o bk x ZRR AL %
CARNITOR Oral FORHE SN TVD, DL A A =F L 2 IRA LTV 5 RERERY

Solion (LOPer10ML | o, c. e o A SIS HEIICED LT
CARNITOR (L aR/v=F ) AN L 5 LR ORIE

CARNITOR SF "

Sugar-Free Oral AIX, R Z2 00 CTIRAT 5. UEHIRT 25 Z &2 k- Tlitlr

Solution (1 g per 10 mL HIENTED, HEDOHEIZLY, & TIZHEHINL TV S KA L

multidose) BEE U 7o (R RS TV LB E R S iR ek, SUTVE R 35, &5 %
WHBRLTHD 1B, ROMWEE L-HBIE, AR W TEEIC
=X —T 5,
FEVE (seizures) DOREEDOHMEIZ )b BT, O XITEEL R
AN =F AL DIERFITHAE (seizures) BNELDHZ 3B D
L ME SR TWS, JEIE (seizures) DEEED B 5 BE TIL,
FEAEBERE N OV TRRE SRS 5 & OMENH D,

< FE[E> <Undesirable effects >

Carnitor 330 mg EHoOUVARI LV =F OO G Tk 7 &0 H G0 Rk

Tablets ERWE SN TND, ST Rl 7 X GOMEM, JEE

LT HIEE T,

BHEOBEIX, BELTWDLEE, HEANCEET 2 BH DK
BT EBIERZ IR LI I AE S5,

AT, BHEOEYOEOMSCHEZ IS ETE XTI
BILE=—FH & ThD,

<JR[E> <EIMEH >

L-Carn Trinklosung, 1 | gIYEH OFEARIZLL N OB @G IR SN T T 72,

g Levocarnitin/ 10 ml, i ob C B - 1/10 LI b

E'_USSiﬁke“ zum EEEE © 110 SR> 1/100 B
innehmen {EAEE - 1/100 A7>-> 1/1000 LA E

F 4 1 1/1000 A 2>-> 1/10000 LA

R 6 T FE AL 1/10000 At F 72 LA E AR

FHT D AREMED B D EIVEM -

— %Iz, L-Carn WARIEDOAEMIIMBO CRIFTH D, LMo
T, VARBNV=FORIERIZ, FRICULMBEIZRY, L
RAN=F L ORMA%., FICEHAETRA LRI, FCE
O, WEEFEZIETRNEZDLZZERH D,

[FERICIRFFIE D B Tl U IE O IRED 2 5 Tz,
Bk 7R ERITlX, VARV =F o OB G5 B S R 3 B 22
SN ERH LD, BEHORIERE & OB M IR S v/
Mo T,

ZDO &S A, L-CammNIRIEDO IR 23 <l ik L, LD
IBIFEFIEICHOWTC, [EREMHRT D &,

< [E > <AEIEH>
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Nefrocarnit Losung BIVER OFEMIZLL T ORBBHE I FE SN TITo 72,

zum Einnehmen fd TEBEEE (> 1/10), @S (> 1/100, < 1/10), {E4EE
1/1,000, <1/100). £+ (>1/10,000, <1/1,000). fiHTEh (<
1/10,000) . #EHEARH (AFT—X N ORBBEE DR N TX 72
NoT-H D),

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

VARV =F a2l O R 1-3g THRE L-kic, (KHEE
THELL L OME 2338 BT,
fisbTEH (< 1/10,000, {EBER]ZETe)

VAR BV =F O O SUEFR IR 512 K 0 fRed T EAUITEE )
FEHL LTz, BARE OBE TIX, R OB K OV UL ESE
ENERTDEOMENRD D,

MO TENIC, BHARTORMEZELG TRD L D KRN EE T
HT EMH D,

<ALE> <EFELL 2WWhRE>

LEVOCARNIL 100 L-H v =F > O BB 5 BE T 2 B ER T A ST
mg/ml solution buvable |\, B NS OAE L < ARVEEFNZ, Bl IR, FH
e BIBcET b oThHD, HEN1IBHD 392D
L RPRRIER (D) BNELLENDN D D,

1997 4 6 A5 2003 4F 6 A F CoOHMICROKEEZZI1T7-
519,798 4 M HE I NS L 2 #5432 17 7= 136,595 44 D
FrXB LT HrRGOERLE=2) 7 EBBREEICIN
X, S SN WTLREFI O 5 B AN 1144, BT 1L ThHh
ST, THHOIERE L-Av=F L OEE L ORMIZIZ. T5D
BIfR HREH S e o7z,

3. AFRITEIT BV

il R ik, ZatElz oW TiE, 288 FlOfET*I G HC 9 i 15 D EIER 233 &
St (RIERRBUERIE : 3.13%), =0 2 HigbERE (RAEEE, T/, #RE, Ei
Bi) 2% 4 6 6 thE ik b Lo T2hd, 2R EOMLEREEIC OV CRBEICHE A EoEED
BIVEFR OEICFE#HE ST\ 5,

SEIOELANFIARG D IN=F U RZIED > b, ERERBMEFIESFICL DIV =F K
ZHE (L uliEF N A AT =T IE R EEBASICBIT AR L=F
VISFELISANDFEF, 7 u A UERIE, A T~ UERIE A ST) | RO [F Do v
=FURZHE (v Talgt N U AL D ET CF =T ME R EEBARICB T K
TV =F U IAE) | DAL & LT 60 mglkg iR 2 5 GBI F 1 2 BIVEA R BLRILIZLL T
DEEBHY THoT,

<R REIEEIC LD DNV =F VI RZIE>

BEHTZY OG- ENFHHEATREZR 169 fild, Mk & LT 60 mglkg 82 TG Sn-
JEFNL 58 Bl . ZOW., RO LIZEWERIL, 4618 T, 1B TTFF TIEERER )
D2, LN TEEmEE] TRAEER] 0% 24, 1EIC TiR] © 14, 1EIC Tk
E OLETHY, WTNHLEEFOFEG TH o7z,

<F DD N =F L RZHE>
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REH T ORGENFT AT 72 1P b & LT 60 mg/kg Z 8 2 TH G S iEf]
X378, BIEHORE® BITIAEBNT /2> T,

k. HEARGERA CIUE LCAER o T, EEHSRLE LT3R CRA) 25 1 flE
SHTWD (Bhee - R, L - EANOME) 23, 549 10 F1%I2 1 [0 HIEH LAA
BehAkReHICIEE L TWD 2 & L0 ARAI L OBBEM TR LFHE L TV 5,

AENOBRE N PRI - SRR OBEBEZEIFT 2 BEIZ OV TR LT,

288 B DLV SD 5 B 15 meARim O/NE~OEHFIIL 208 #ITHY, ZDOHT 7
Bl 11 EORIWERNRD vz, 208 FlH TR « Shi~OfEHFIL, 133 HlTCZOHF T 4
B 5 HICEWERD D DITED, WTNBEEZR S DO TIE o7, 38D L EERIT,
[N 28 240, THEERREZRG ). TifR), THR(E) AZEnEN1ETH o7z, I - Shii~D
G 133 Bl 5 &, (KEY Y OG- B FHE ATEE/: 106 il F ., Hifk4 & LT 60 mglkg %
% THEE ST SERIIE 40 ] (62.5~406.3 mglkg) T o7z,

T, BREZEOFT2REICHTH2HEMAMLI6 GlH 0, 2O T 14 4 HFORIERR
D HITC, RO LIEREIWERIL TEImEE] TRAREOR] NENEN 21T, WIhbEHE
FEX T CEREI TEIE) CThotz, Eo. EHrEE~OMAFNIL 23 fild >7-43, Fl
TEFR DR B ITIEBIT 2R D > 72,

RO AR A LS T 1990 AEOFE e AR LARE . TR (CUNER L7 B RS RIME M 13 8 il
8IFTH Y, ZONFULIEZ, CKHEM, sURHIm, MEastif NOS, ATl MR, CPK 1
m. &7 rE=TIMAE (% 1) T, WInsIEEE ThHo7 (IRUSMIT TR,
EioF T, SRIOEENFIIED HERERBBRFEFICEI DI NV=F U RZHE] XX
(ZDOMD T N=F L RZIE] LFFETE HREFILRV, 60 mglkg i x THRE ST
LN TEDIEFNT 261 2 TH Y . ZDORWEFOWNFRIT, CK #01 (k& LT 98
mglkg) O 1611 fEE . AFREE (e LT 136 mgkg) DO 1HI1{ETH-o7= (Lko &
BO., 2FE bR - FEEE),

Fio, I -SRI DN TZRIWERIL 3 B 3 Th o 7=, 58 LALZRIEA X 5892 ) TCK
Ny TRFREE ) <, Wb ERMARIER Clizigix M) chotz, £/, BIREBEZA
OF 9 2IEBICRIWEAIE TRy o 1] 1 <, \EEEIL MR R TEE] Tholk
(B4 - BEA),

LLE, ZHVETH LI 10 FER O FHRGETR AR R & BIVER - JEYWE B G 2 A L
FEERNS 1L, AROELENEINR D DIV =F V REJE~DOEE . KOS & LT 60 mg/kg
R TR SNIEFICE L T, MEZ IR T 2 FRIImH S TWhinsb o &2 5,
Fio, VARIN=F 07 ) —(KEEOENOBENGIX, Bk (KA CEER
BHEHDEAEL TN b, et b, HETREZ LiFhneEx5, HiZ, 3
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4, SRS
EHEO N =F U REIZIDEWERIZOWTIE, WRB LI =T & EHENRT
STV DR 200 SOIEFIHRE DO H T, TR STV D LRI DWW CTHEE A2 S L7z (R

7-2), ['FHI) 341 (3% No.1~3) *%U  Thzlzpfm R 141 (bifkd 5V IIKEBET VI =

LBIREE T (F Nod) %, T4 h—3 2 FOVRAEHE L] 161 (3% No.5) P& 5 i

cHRROERELZAEHT2EBE BN TH, MBEEZRRT26013RNWEERD,

DME SN TND, ZHHDIEFEREIZBIT 2EEHIZ, 7V —{KL LT 300 & %\ X 200
mg/kg/day D#E-TIHEL L T 5723, 100 mg/kg/day Rt TIH L TV DR S MG STV
Do T2l L, KER ENRPTEMBRAEEDZY OFGENDNL WD IEMR AL
RIVER OBIROFHMIZEE L\, FRC OV =F B ETREE 22D [TFH) & TRR] 1L,

AN =F > OFGELVITEBE OBNMTEROIRE L EZICER LTS EEX b5,

F 72 BB SCHRIR S S AVT2E BiIEEE

B R A% weakness., fESIGE. /)
SRYE,

No PB4 B OVRE 1) TRRE LY FELL - RIEA &R
DN =F o5
1 | BT 2L -CoA MK FHEREFR K | 11 » H lim ThENHIFR THIO=O N =F
HIE, 2 » HinoOL R, BER | B, L-hv=F ® % 100 mg/kg/day
4, HRIEYE, 14 H CRE | (sigma-tau) (300 (2T
IR, F&EEME, 1T | mg/kg/day) .

— WD N =F U RZIE, 3
» A H IR, BlE, O v
A b FFIER ROV E R &,
6 # HTHolthiAg, 3%
e b,

ZWrE. DL-h L =F
% 4 glday K OMEAENG &
(20% 2V —) %BH
&, FDHK, L-HL=F
2yl &z (2 glday.
3N TC),

BIVEA & LTTHRN 2
by, ENENEE
=l S SN R S5 el
L. Z0%toEb &
WWRLTHEM|ITRS
AUTIE IR,

A Y EEREMIAE, 5k, E
M-, AR, RIRL BN THAb
BT O - O AR, B
DOAKIMEE, &7 =7 ME,
17 » H il CHRERE & )
JiE,

100 mg/kg/day = 1 H 3
ENZo T T b, 2 % H
#%121% 60 mg/kg/day (=
W, Z o3 THRE,

L-hv=F 2 DOM—D
BWER & LTI T
F25% 5755, Amphojel®
UKEALT V2 =7 A
FRED OREIZ X
D IE B IZWE,

—MEI N =F U RZIE, 4
% 4 o HOIN, Mg
Y, AR, TR, BmA E.
HEOMHEE, FFIER,

L-Iv=F>
(sigma-tau) 660 mg. 3
[=]/day,

2 [F] D JR & YR E T £
VN, FRAN 7 A B AR
DI, R
EMERE CHKL
776

TOVH VERIGE 178, 3.5 D
RUH IR, FRHEE
Mt Rt AR,

URT7 I EIBE.
Lioresal # 5-732 &, JRH
HWN=F o Ta Ty A
LA IZ 36 g (200
mg/kg/day) @ L-Z1/L=
F UG,

b= 2 LR EAL
TTFF A br— R
., DA =F DK
Wy« AR E S
ELTU®BREBEAINR
Mol
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UbEDZ &int, IN=F FHEIZLDEWEMIT TRAZIZCO LT 2EERE L OHRAT
HY . TORFBMEEIHTH Y WV=F > ORFEWEY) 2 A G TS L XKL
LbDEEZ BN,

(3) EERNRICRALVHBFOZLMEICONT

Al ANEHFED YL IR D 72O SN ER O 9 B, o b0 TIE, I<—
HAERE LRI LV=F B () TlERvARILv=Fr (7 U —K) AL
TWe, 7. (1) ICitd L7z &B0 ., ke 7 ) —(Ko3EyBREIZ SOV CESE L= T
— X7 o TN, BAIOVEREVE R OWRHEMEORBT NS, Bkt 7 U — RS KIZET
T < WA OBWEESENTEY . HILENDDRINFEICRERETRWEEZI LN
oo Flo. ABEIN VLRI N =F L DORZIRREEICB T 2MAO B THO OGNS Z & KOAH|
DODEHIZHT- > TIRZREEZE=XV T LR HEEZRHI T2 biExD L. B
N=F e LTORTHERE T2 Z 212K, 7V —KRICBET 2 U & b3 5 2
HHFFOERIE LTIMET 2 Z LidE L X2 eEB 2 b,
— MR ORIV =F  REZFEIRIRA~D T v =F  DEFIC OV T, BNt <
DEFAMFIE FEfn S A, TR E PRI LD U | B EOLEMERFEO HiL TV 5,
W Ci, KE, SEE, ME, AEIZBWT, —EEHOEWIZSH 205, — MR TR E
AN =F  RZIESDEH TERBINREIEHA I TS, £/, IV=FrOHNV=F
VIR ZIE~DEGER TOREA X, The Metabolic & Molecular Bases of Inherited Disease
(McGraw-Hill Medical Publishing Division, eighth edition) /LY L /hEVE  JREES 17 hR
(ZBET « Uy ) FEO/NRRE TEL REBRE, KETHIRFEEL L GERSh
TV D, ARELTILER 15 D DRFER IV 7 BB S MR RoTH T A
Y RAEANEI T LWAR Y U — = TRISIEB ORISR QRS BMER Iz, 2o
MTHE T LAYARZ V== I EVERIND 2 2 FBPEBRINTWHDEN, 2055
6 EBTHN=F U RZIREEZET DI ENDN->TEY, DA =F HRFIEIC OV TRl
ENTWD, XHIZ, Bk T Guideline for the diagnosis and management of glutaryl-CoA
dehydrogenase deficiency (glutaric aciduriatype 1) 233%R7E S 4L, 7V Z VERIRIE | BUIGHIZ I 1T
HAN=F o EERFERE TS,
FRLTENENS ., HELEDOH > 722h6e - AR K OHE - HEIZOWT, LRI =T U8
DEEIZHEN CARB I IVERA SN TWA Z &, IL=F & LTITMETZEDORHIMEIZONT
ZHHRESNTND Z & BEHENRHARIESTA NI A4 VETAHN=T U RZIEDIRFRIE L
LTHN=F URRPET LN TS Z & RFDBBEICARE SN BISEUA THEH ST
WHZLEREER DL, RELENFIIETFIET EORNITEE YT 5 &l LTz,

8. Rt - MRRUVAEL - AEFORBEORZHMEICDOINT
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(1) ZhEE - HEIZDIVT

BUTOUA SCEDOREE « IROTLHEHIILLTO LB TH D,
<BUTIRSTSCE>
ZhEE - ZhiR
TREBIZB T LRI N =F U RZDekHE
- 7 A R E
- AF )L~ L ERIIE

EHEHDORE « WEROTHIILL TFOLIICT L enB L EZ LN,
< BRI CE>
Zhig -
c HIV=F U RZIE

ARERD [5. EENFITGRDLENINOARSTER « lREFIZOWNT] 6. A TORFRI
(F&h&) ROMEAEREICONT) KO 17, KFPGFEOZLIEICONT) TR X ST,
HN=F V REFE~DAN=F AT E LT, LRI =F AN EEIC SN THEGE S Ul
AENTnD &, IN=F & LTUETEOREIEICOWTEEHE SN TND Z &,
TEAE 2R BT A RTA VETHN=F U RZIEDIRRE L L ChH L =F i nzf
HITND Z & REANARIZIBNT HBEICAR S I HEINELSN THEH IS TWDH Z &
REMNS TAANTF CEEORIEE - ZIRIE, BRFEINLOEAD LY | O RAHRE
WCEDIN=F U RZIE (WNV=F > N T v AR—F —FHE, AHIRAHEEE, IR
RERFIER L), OB RUEZLFINC LD NV =F o RZHE (ITEEZE<°Fanconi syndrome?Zs
E) . OEFITANPRRTE Z 20NV =F V RZIE GEAMELEN 2 L) ITHERT L2 L%
BB, BETIEH KM N=F U RZIEZIL L OZOMD KT N =F L RZIE
EINTWDEN, HIMIEBWT RN =F V REZIEDERND R > TN DH R Y, s
B BENWRDHLTZD, [INV=F U RZIE] EHETLHZENRYTHLEBEZDLND,

72720, WS ERD N =F O RZIEICE U TR, BRERIEIR « BEAR IR X ML L =5 o
REROIN=F 77y A Vg EORAR R EI2o0T, [53h6E - 2R ICBE T 26 4
FOREE] B THRERREEZFRIT D Z LK, EHIBRARME ALK ZB LT 5 2 &3
FELEZI LN,

(23%)

KRB CHER AN =F LV RZIENHON D DITHERHEFIZ L D200 %L, %
BT 5% DRBETHN=F o BEOFEIERRESNTND, o, XU T LTAR
V== IIREHBERTHT LI, EDICE < OFERRH R FE A T 5%
RENDZEnMIfrEnND, R RREHEFUSNDIRIK TRIEST 5 WV =F  RZIE SR
LTARLInWEEZ NS,
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HIV=F U RZDIFRIC DD ST EER IV =F L RZHETIL, RIIERIEIC L 5 &
MR EAMAZ N TR 2 2 L, BEE TR WRIEGEREEZ T L NEL,
OIBEIIT RO NV =F VA RBBNE L 72D, 2O LX) RERNG, % RKIESNSR
PERE R (GEAIERLBT R E) OON=F U RZIELHRICINAAZ L HEHETH D
LEZ N,
(ORISR |
[—RMER DR RMEI N =TV REIE) ZRRGGEIINZ DT D ELLTOEED Th D,
BNV =T RZIEEFIET HIRAITE 2> T THLZDIERITWT L REETH D |
HIV=F U EVLELETHERETH D, TOBANG, 3 SDOEIMEZEIT7Z, O
TR EIC L ADN=F U RZIE (INV=F > F T AR—F—BEE Ak
R ERFIE, IEBRMBTIE/R L) | OB KNEFZRIFICL D2 IV =F V RZIE (IF
il Z5 <> Fanconi syndrome 72 &) | @EBITANFRRE TEZ 2 WV =F U RZHE (ZEHT
ROFEH M7 )
(2) IBIETA K74~
BRI A RTA4 L LT, AETIR X T A AEANZE B8 LWKIEIEED
RSN (BIETRSH) BT onsd, 2o NEEES Tk, #rFLh~ R 2k
A7 V== 7 TRAOMND 22 BRIEOFTLT O 16 B TH /L =F UHFEIC OV TR
WwENTWA,
AT~ m CERIAE
7'a v R IE
B 7 N F AT —¥ RIBIE
AV ERE E
AFra h=)L 7Y U REE
b Re X AF LT VE VEEIILE
VY IVFTNTIVRF T — B REE
7 v VIR IILE | 7Y
g T 2 /L -CoA ik 1 36 K HRE
Fi4H 7 3 7L -CoA ik % KARUE
—UHEEFEIES 3-t Ru X7 2 L-CoA ik E R KR IBIE
HN=F 2L AN KT AT =5 —F-Il RIBIE
HIV=F TN HNV=F o h T An h—E KIBIE
M N =F UIREHE (DN =F > h T AR— X BENE)
7 v Z VIR ILE 1177
> MV U U mSE LR (A BRY)
(3) HEH DGR
WA TR SN TN D IV =F CBAIOZNRE - R E, WINoETH, —REKD
W N =F REJE~OBMHAPEKRINTEY, ZREINV=F V REZIEDERIC
DWW TIEENIZ LD FENFED B, KER MAE T, BRIGHBEFIEDHLTH 503,
HE K OPE Tl MIKBITRED IV =F U RZIENAREN TS, CKETIL,
ERHFNZOW TR BT EE I CBIT 2 DV =F U REZIE~DEIED AR I TW
%o )
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(4) REHYNEBEFE - SR TORLH

HN=F DI =F VIRZIE~DEGIA TOME A, The Metabolic & Molecular Bases
of Inherited Disease  (McGraw-Hill Medical Publishing Division, eighth edition) <°>/L >
NREE JREE LT (mABET - Dxny) (BUF, vy O NRBEE) o
INERECEA RBREFE LR D LD RRETHIREEL LRI T o,
Y PNRBFRICIE, MV =F U RZIEICIE, A =F o AnEEIE, EIE
Re o b U PEADREE T2 TR DHERTH /MK T IZx L TIFEFIZHERTH D Z L3R
INTND,

(5) i 1 A A

AFNE 1990 4 3 A 30 HIZ/AKRR S AV TLLR, 10 4E[H Off F M A 217V, 288 fil %
I LTz, ZOREFE,  ThEE « 2hRUSOSERF] & LT 202 FlzINEL, Zhbid—
W, RO I N=F L REZFETH T, TOREWRBEIIEIX, SV 7 mfE) b
Vo LZEom7 =710 (7961)) | BRSBTS & D v=F 1MiE (23
B . I b= RUTMAE (18 1) . OTC K4EJE (14 f51) . CPS XHHJE (6 41) |
TIVENVERIRIE WAL (4 61)) | <V F T HARXRT T —BRBIE 4H)) /& Tho
7

(6) v AR U —=" T DM

AR, WOREEETY T A ZEPNTAERY AR ) —= U JIZEAS, <D
AR R ECIE M BRI LA R EE SIS R BRI RS b K o Tk -
T&le, AT A~REOBNILY, flifie 1 BOMAETEY L < ORBELRL
KAV V== 7 T&E5, 0, BUTIEL Y b ZL< 07 I/ BIIEL S A - I5
R R EIEOR RA MR X 5, RHICEA L., RIICIRELZBRET 5 EEMENR
s Tns,

PLEDZ L2, WRGBHICIZ., DA=F U RZORRNELR DS T, BERDIL
ZF U RZADTREGERLED X D IRRBEICMG D Z ER WK D ICHERFIIC R G T A Z Lk
B THDHZEND, WSEE LTE, WV =F U RZIE] B"EYEEZLNT-,

W, AREIOBHEE « DR BIH T B EOEEZEOTREHIZ OV TRET 21T 72,
BUTOWRMCEICE, RFIE e A4V BME, AT ~va U BIETHD Egirsni:
BEIZORET DL FOMEE - DRICEEST 2 LoFEENRES N TV D,
BhHE « R AE [V =F U RZIE] £T5ZL12X0, ZOMENRE R 21T - =% %
Bz CINEL L 72D Z E &SNS, MBRER L L QL. Fix OFIETERESL 2 HEZHIT.,
S HICEOFEBITIL U TEMAZ M L IR EEEE ST, IVv=F 7 a 77 A Vol %
LT, IV=F U REIIETHDHZ &0 D WG E 2RI NV =F V RZIEDIIET D
fERRAHRO TEVRIETH D Z L A WREICZW T o X&Th D, F£7z, KEH - EE - JEIC
BWT, LRIV =F URAANZDONT, BERENEOBE TOLRME - AMEITFHI S
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TWRNWZ &, FEE B 75)1£ETL71'$%‘*?° EHT T ORI HEBBETIL, ®HED
VRN =F U RAOFOEMEGIZEY ., N AFAT I EORERNED D ERET 58
N5 Z L OEEMENH DT, E’%M%T“%ZDZ&%M:OL\’C%\ MEE&R G| FORE
XV EONEEYE T O R LB BN,

(%)

HEDOINEE « RIS S NTAED 5 B Zhie - DRICEES 28] Lo RS ICH
D5y 2 LR ISHFE LT,

k[E®> TCARNITOR Tablets,”CARNITOR Oral Solution,”CARNITOR SF Sugar—Free Oral
Solution] DZNEE « BHRITIF, EEHE L LTUTO LI IIREEH SN TN D,

—REEA N =F U RZIEEZW SN D720, Mg, ARIMER KL O AT v =
FUREME L BE TN X iﬁﬁ%ﬁ&ﬁ&ﬂ:’%@bé S/ = VAN AN /AE S
Thon (MAREHYZZR) . BEODTITIE, FICOFEDOHE. I =F AAliFEic
&0 W L QIER D E BIZE T 200 6N 5, 1BRTDHE. IAr=F AN,
BB ODIRFRIC & > TR ST SCRIIRIE S £ O OPRIE S i 5,

(2) A -BEI[ZIDW\T

BUTOWRMN XCEOHE - HIEOREITILLTO LY TH 5,
<BUTUAT SCE >
Mk - H&
W, VAR NN=F UM ELIH & E LT, (KE1kgdH 7= ¥ 30~60 mgZ 1 H 3[aZ
SEROEET 5,

EEBHORE - HFEOTZHIZIUTOLIICT L EnZB L EZ LN,

<E BRI E>
ik - H&E
WE . A, VAR =F Uk E LT, 24~36 g & 1 H 3[Ry EREO
BeHT 5, B, LRI =F U ORZIRREIDIG U CEEHEET 5,

wWE . AR, VAR =T U ke LT, KE 1kg 720 30~120 mg % 1

H3ENCHERAEET S, B, LARDL=F L ORZIREEICIS U ClE T
Do

ARt [5. BEENFITHR D ENIOLEK IR - lEFIZONT] T6. KM TORZKRN
(BE) ROMEAFERIZOWT) KO 17, AHHGFEEOZLMEICOWT] TiliR7ZXL 951
NN=F V REZFE~DAN=F AR E LT, AFNTEDTHL EEZ NS, TORE -
FHEANZ DWW T, KE R E AE TR AREY 72 0 ofELEHEO ERIZV$40 % 100 mg/kg/day
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(ZV—KEL L0 ICRESNTEY, HEMREZELRBBEFEIZBVWTHHRETH -7,
—7J . ENOIRFRRHTIX, 30~200 mg/kg/H (Ffb# & LCO) ., CkETHA I, —&kE
AV =F 2 RZIEIZIE100~150 mg/kg/day (EIPNHE, Hifb4 & LC). 100~400 mg/kg/day (VE5+
Wi, 77U —KE LT), FOMO _kMEH L =F 2 RZIEICIT20~100 mg/kg/day (EPNHE, H
b & LC). 156~400 mg/kglday (HESMERE, 7V —KE LT) EHESATWS, £/, AANT
ERNOIN=F L DRZIRBIZ L > THREEEZ B LEUICHRETXETH D Z & AFORIE
ME LT, MEEEESCARDFES N TNDZ LD, BEY RICERBICEE SIS Z & idb
FoRELEZBZONZ, ZNOEEE T, HEEMA T, KESCEERAZ2BEE O,
Btz e L CoRICHE L, EREA120 mg/kg/day (ML LT) ERET DI ENZ
MLEZ N, Flo, RZREDEE THY ZEEERVLETHLIGEEEZE LT, HLr=F
YORZREITIE U THEEB L TELIXABRVWELAEDLE THETH I L ARYTHLEEX
Bz, EHIT, RAICBOWTIE, MEYSZY OB THREREZRTET S & HEL FICERICE
HBanaszBEnnminiw, KkE - MEOBREE 2512, BEEEHE L TORICHRREL, 1
HEOHZ%#24~369 (kL LC) &TL52LMBEThHLEEX LN,

FERoOME - BRI, ChETELNELEICET RN S EE L THMETRVWEE LD
i,

(%)

Q) WBIETARTA
RSN CIIAMSIR I 5 E & ORIABR I HE OTRIE O JF RIS LR ST
W5, FRUCEIUE, IA=F 0BT, ARSI EO Bk L L
THi b & LT 30~200 mg/kg/ H . REMIREIGHHE T OB OB E LT, Bk L
LT 30~200 mg/kg/ B, 43 3 OfF DG AHERS LTV D,

(2) SCHRHRE A
TV =F o DEGR A PSR S 2 B 72 G S CiE, L- v =F v o 5 8T,
—WRMET V= F R ZIEICIIEA Y & LT 100~150 mg/kg/day (EIN#HRE) . 7 U —1K
& LT 100~400 mg/kg/day (Wb RE) . —IRED NV =F U RZIETHDH 7 v A4 ik
MAE & YA F v~ 1 R IE DR IRFICIE 7 U —K L LT 100~400 mg/kg/day (i
SMRE) EHMEINRTWD, T a AV EBRIE, A T~ U ERIIE LI O A L
NERSER U R EIEICRB W TH —RIED NV =F U REIEICHRTO R R 58, HitY
& LT 20~100 mg/kg/day (EIWN#HE). 7 U —{A& LT 15~100 mg/kg/day (HEFhH1s)
THBELTWD Z ERHEIN TN D,

(3) ARSI
TIAFV T 4 VA MIBWTEBERRHEZ Y & LT 30~60 mg/kg/day 75 ik
& LT 150 mg/kg/day £ CTHi®T 5 Z L NHEEIN TV D,

(4) ¥EAL T ORI
WL TORGRIRIL S | AFE-CHIEIZ X 0 & 5 BICIEARD LD, A T,
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7 U —{KL LT 1~3glday, hE/NETIlE7 U —1KE LT 50~200 mg/kg/day OfiE )3
HD, FTIERICE > THET 2 Z LM RBMUMER2ITIX 7 U —iR & LT 400
mg/kg/day £ COERGENRBOLNL5GELH D, 72720, BRERZ MR L2 &
T 5 2 EREMMICIELT:, A XY A MEF N =F VRE RO Ol
IKRIEEEZE=F—FT D52 L ENTND T &, ROMEENTREORMIZEE L TiX, &
V= F v OFFIRESR OFIENGHR CEEZRER EOFRENE LN TV LGS
HEOHIRNH 2 IHH L H 5,

Wiz, AFNORE - AEICEE#ET 264 EoEREOTEIC OV TRF 21T 72,

AR O EIZ S 7o T, BIRO &30 | BRIEROUERE & RIER ORBRE N ORA
PSR G EEZRETLIXETHY, BREGHERGEZT & TIERY, FRIC, MEENT
BEICBIT D ARF OB G 1T, HE - EICBW T, 5Ok D 72 DICAKF 0P 512 X 5
IR EOBEIEZRD TEH Y, BAEICBWTHEUNIHEZRIT 5 Z & T, EROUENTR
DOENTITERE L ESIND Z EITIETHR&ELEZIBND,

(Z%E)

FEOME « HRICGGEHINTZRNED S b, HE - HEFICEET LM LoFEFIC

B D805y 22 LA IR L 72,

KE, EEROEOHE - HEOHF T, EEMAEIZ D FEATIZ TREM Lz, 7235,

(LENZIERE S T DRkl o 72,

< K[E >

1. CARNITOR Tablets
BN ERONTRE LT, BRRSORIZ IS | 330 mg HEZ& VT, 990 mg & 1 H 2~3
B AR HER S D,
SR« /NE SR R OVINE T, 50~100 mg/kg/day %45k L. & KH&IE 3 glday T
%, BHLEH EIE 50 ma/kg/day &35, FEERO M EIFERIRBUSMI IS <
EMENC AL, S A 2 A | iR )V =F PRE R O 5 ORRIKREZ £
=4—=%2,

2. CARNITOR Oral Solution,”CARNITOR SF Sugar —Free Oral Solution
A, FEROMICAN TR B0,
AN L-H L =F o OHESE ] B 50 kg DEFE H7- Y 1~3 g/day T. CARNITOR Oral
Solution 3 /% CARNITOR SF Sugar-Free Oral Solution ® 10~30 mL/day (ZFH% 9 5, =
8 X B IEEIFEEICITV . R E O LB O B &I K - T AR
BoNndLEXONLYEDHERMT D, PHeHEIT 1 g/day (10 mL/day) &L, %
D% BV ORISR 2 5l L 72 25 H AR 2 (S &3 5, EMIAC g by, 31
INYA v MIET N =F PRE R T ORREZE=F—T 5,
PR - ANR L v =F oS EiT 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 (ZAH4 3%, EH
B X DIERIE. EEICITY, BRI OV a8 R0 b m A 8 L > T RN
BonDEEZONLHEDHFERMT %, BHsGHET 50 mg/kgday & L, ZOH%, A
APE R VB SUS & 214 L 722208 g K 3 g/day (30 mL/day) F T4 ICHIRT S, &
NIRRT A B A o BER =T PR R OV DEERIREZ E =
it AP
CARNITOR Oral Solution X (% CARNITOR SF Sugar-Free Oral Solution | A TR H 3
D BOBSUTAR B a2 LTIRM T %5, IR 2BRI3HFICHEZ BT 5 &
21T L B effE 3T 4 FififE) . RFPUIBRIRAT20BLEE LV, F-,
BRMEEGEGD D20, B EZNT CTIR—AT 5,

< Ji[E >

1. Carnitor 330 mg Tablets
A G-D I,
<A KON 12 5% LA B d/NR >
BEANTZZEIL TR 5T 5,
MAFER K ONRFOFEHR PR T NAIN=F RBEEZHELE=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, LUTOFEEIL, —xpyefEst s L TERIND,
L OER TR ETHD GG B EO T, WS ODDORBIEORSIHEHN L LT, 2~4
[FZ43 17T 200 mg/kg/day £ TOHEORAOFGLHEIE I 5, FEK EOEFRYZR
JEIRDSGE LR WEA I3 HEIT A &9 %, 272 REME A £I1213 400
ma/kg/day F TOEHED D WIFEIRE S 230N ETH 5,
< MIRBEHTHERFRE L >
Carnitor DOEFARIES OYIENEHE T HEEARFEK EOFRIEDRFEON TV D 5HE ., HEFHR
{£13 Carnitor 1 g/day Z#% A #%5-9 2%, it Iehi 023, Carnitor 13, BT | RFICHE
N5 5,

2. Carnitor Oral Single Dose 1g

0850 2,

<RA KON 12 LA B/ >

MEF R R OWEER RNT VIV =F VBEAZIE L= —T 5 LY E
LW,

<HERAMEACH S FE O HL >

VB BRSO 22 SE RMEAGH S HE X OV DI OIER O EIEREIZ L D, Ll
MR LT OEHIL, —fRipfEits LTERSN D,

R TIRHETHEDRGE L EO T, W ODLORIEORBMEH & LT, 2~4
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[E1LZ43 1T 200 mg/kg/day & COHEOKROFGNHERE NS, BR ECEER 7R
JEMR A BGE L2 WIGEIZ3 . A in I &, ArEr 2 EHEAR2IZ 13 400
ma/ka/day £ TOFEMAED D WVITEIREGALETH D,
< MR BT HEFFRR 5 >
Carnitor D EFIRIES O WIENERE CHEE IR EOFRMIENTFON TV L5, HERPE
I£13 Carnitor 1 g/day Z#% A #5925, FHrFEHi 0123, Carnitor 13, BT T RFICHE
NG54 5,
BOEANT, TOFERAT 20, KXIZT7N—Y Va2 —ATHRL TRAT 5,

3. Carnitor 30% Paediatric Oral Solution
#0507, Paediatric Solution |%, HEEXIIKXIT 7 V—Y V2 — A THRL TR
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