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HIL=ZFUORZIEDELE - REiEd (EE)
I. Zhiadt

KANZFUORZIEEIE>

TN =F LV REIET, KHAGBEI IR LIZ L D RBIGICHT-HRETRIEL 2 5, Hv
=F VRZIEEZE - IBRT DI, AU L7z v =F o OEBEE, Irv=F
DEBNGAE R AT AL AR RT HUERS D, DIV=F VTR EN L LEEDL
75%DEIR S AU, AEGRIZ XV K 25% s S 4L 5 SFRIZE5#  (conditionally essential
nutrient) TH D, KNDOB L =F > DIF L A ETEK 72 EOMETIZoA L, Ho~7—
MIDLTNTHD (K0.6%), BIROIE T, BINOIK T, Wl v =F > O DHNIN .
A% - REMTERE B EE 72 EICB W TIREICERNICERT 57 2 /L CoA & T VL L=
F & LTRPICHEIN T 28872 BICh Vv =F U RZIENFHIET D,

ZWHL. (M A L=F BT BLOIA=F o RESEICEL oD THRERER - Bk
) T —RERRR AT R ) OMAEDETIT Y, o, RLEELRVEEIL NERIZHT
LTI D,

KHAREBE>

SRR FIERE, ST ol b i (TADARE, EEEERE . MR FINE
DFEE TR L) BARIC XV EEENTC MBS IEH 4 51T TV 2 B3 | Fanconi JEBERE B
UYL (continuous renal replacement therapy: CRRT) %3211 T A, A SR,
FERFHIRACEE  (total parenteral nutrition: TPN) & 2 WME—EDFHT LV S BRI FL72
CICEDRBHEHINTWHRE, URX VLS AIEER 5 RE I AFIRGERE (7
TFFRAL T RNTHA 7V CRAL T L) HFEESCHASEBE ., T OMEp
PA hu 7 = ZEMEIESREE(LAE  (amyotrophic lateral sclerosis: ALS) R 7 KRR
B mEOHEENR (F), RERIRERE ., |, BERD, RRBEER L, 4.
SRR, N E, LT, REFESEFNRRENO DNV =F U RZBEDOND
BE. DOV IN=F U RZIEZRIET D ATREMEDR SN EBEZONDBETH D,

LZWriEEt>

NN =F VREZIEOZEOTNE T8y X 1) (IR 7, WV=F U RZIEICBIT S T
RAEAR - BEIRMEE ) > T—MERRIRAERT R 132IKCbi=%, TDDIN=F VRZIED
VA7 R0 L55%E0E, ThVv=FRZIE] > T, PV =F Ui 2175 F0E)
Ooh, FOETAND [T K 2) OEREZLENST [HAV=F U RZIE] HDHVIT
[N =F V RZIENFIET 2 FREMESRD TREVIREE) L2 5,
1. BRERIER - BREREUZR -
TN =F REIEDR GO L BEARTER « BIREERH LD, HLWTWEIZHY, £0
DB 72 R R G E SN D56, b D ERER & L CE, BiflkEE T WitA,
HEIRIK T - KT - EEOZ T HIRY - EEOEER, BBUHMAE, MIE, 22
N - YL TR S LD MEM, BEIEM: K - EEPREORIE, (KEHIIRR, Mk



DEF . DIEK « DE « DEEREIR T 3B X OZHRIE (B D WVITF OFHERE) . EM:
Reye FRIEERE/R & Th 5,

2. —RRERERIREAR -

BN =T REFEDEON D — KRBT R A H L. Z OMOBIRE/REE G E S
NBHE, EOhDEERAETR L LTIHES b o VERmEE, REHET & F—o %,
w7 R =TMIE, IFRERERE (AST ° ALT O b7 3 JONRNINTE. fi7 2538
$% (pH, HCOy. BE), EFE % (Na, K. Ca. CI). JABIEHIMEOR M & Th
Do

3. MmepHIL=FoBE? .

WEBfE 7 L = F PR EE DN <20 pmol/L DIGHEIE [NV =F V RZIEDFIEL TS, &

HWNE, TWOBNV=F U RZIENBIEL THEN L Z2WIREE] 20T 5, 20=

W L =F YR E <36 umol/L (T 725 WERED L =F AENEEELL T Cldd 5

DIREE IR T L WA WEE R BRI OIRER) . &2 WIET v v =F NI v =

F UM >04 OEEIE [HNV=F U RZIENFIET L FTREMESRD TEVY) L 2K

T2,

JE) i AN =F U RBREICIE, X T AR AL DN =T e T o — Vo (L o v
SFUBERETET AN =F VREER ST DI L) L BRI A 7Y o ZER VR
WA S 2 I 2 M 0 V=52 2 Sy BIRA O 2 IEEBTFET 5, WiZ LT S AAA=F 2O
R L REZ T TE DRERH Y | ERRBEFIEODWICEA TH AR AR ) —=
FIEANSN TS, oL, [ERMHBEFEN RS NS 5E] OB LB AR 5
NTEY, FEHEEN—RATHRELZIEL TWDERIZR, —FH, BEOMbhHr=F > 2
DERAIL, AN =F U RE L EHEINV=F U REE K22 OOF v NTHRIEE L, FDZEN
LT VNIN=F U REZRB L, MUN=F RE, EEI N =F RE, T =F
VIR R RO DIRELETH D, BEN CTULH H B R RA RS R CER ISR R A T &
LT, EMRESZIEEBEIINET 22 L TEXHOREILETH D, Tk 30 4 2 A bR Y
A7V 7 EEAN TR AV =F 2 2 5y B BMRBRINGE S 1172, —E DRI & 2 58,
HN=F U REIEP GO DIEFNZE L TUXRET 2 FEREIO b D, 725 L, T =
F o OFHEITERITES, EOWHIFHEDO T L AL =F VNN IINThh B2 & D HHir
LD, TORD, BRRMBEFIEICL DN =F U REZIEEZZE - 1BET HBIITRIE O ¥
VTARALKRDAN=T T AT 4 = VITRE TR D, — 0. SE R R EE LS O
KRCRIET D HINV=F  REIEOBMOLGEIL, RBEOMF IV =F 2 2 SEKREN LY BE
MRICEHTH D, LIchi o TRZE - 1R Tl v =72 2 55k d 4 vz i
MAN=FUOREEZRY LF52 &8T5, 5% INV=F U RZEZR LT WVEIE LI FREE
B BT, IA=F UBRENSLEDFE~DMIT I L =F RED E S 72 550G
ERPEEND,

4. ORRBIZHT
BABIC L0 | BRARIEAR - BRART T L OV BRI AL T 7708 & 2 23 B e 72 D IR
EEETET, ML =F 2 2 HEREC L DR M REERS AT, DL =T A
FEATO ., BEAIEIR - BRI OBRRE 72 SGE D80 L AU v =F  RZIE & 21
T,
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M AV =F PRI - R - BRI L 0 BE A B i, FEREEIE 2 D O
D%, AfREFTIRMA TV =F 2 2 S ERATE O HAEE 2 OS2 - TERIEZ B
T 5,

1. iERfE L =F > (free carnitine: FC) 73<20 pmol/L. & %\ Z>74 pmol/L D4,
TV =F AHOEE 38 D TREMED =,

7 >V =F > (acylcarnitine: AC) 73=20 umol/L DFE HLHLNZRE TH D, FFIC
IO, T YNV =TF LR V=T bt (ACIFC) 23504 OEITRE TH D (2
L% Carnitine insufficiency & FESL, [E#1£=0.25) , %< O _REI NV =F U RZIEIZE
WTHRDDHND, I har RUTRICEE LIZEEO RN T 2L CoA LG 9 21T 0l
BED LV =F U BARE LTV DHRIIRZIZE D ACIFC BNEfEE b, BEL-T Vv
CoA DEMEIC & 0 2 OG- ABIEFENE Y | T OMEEO 2D v =F
EDNEAEIINZILFC IR T L, ZIRMED NV =F U RZIEZFRIET D,

TN =F IR ZIETIIESERE « BRI CTdh > T H 22 fGCHLAK « FEEL « Y% - aEE - J L
HE)R E L X —FEPE R L RICAMICIET 2560820, 208G, hh
N=F 2 2 EREST VIV V=T T a7 =T (BT A AT DNl
WCHMHTH D IRREIE ORI & 72 5,

T =F 2 DOREBI I 72 ERLRRIZ A L TR D I 7 — i3 0.6% & 5 bt Tin
%o AEAEOMILAMEEE SN TF R & CTlL, WV =F U RZHETH > T b I HlEEE s v
=FUBET LT, HEWVEERMETHLIHEGbHRESINTWD (AL - I
B, PR RRIE, BEEOITHERE R 25 REAIRIER E) |

BRIRIEIR « BRRIE D “BHBEE « TV A” 2 “DE” | BEREMERE O 57
VE=TMAE? 72 8L, AV=F U RZIELSNOER  TRETHRIEL 9 D, T OHAE.
MAFAV=F 2 2 FEiRE, TN =Fr7a7 40—t (X5 L~ A0
M OFT R ENSRATNC I N =F U RZIEOBWEEIT I,



D IN=FrOMFICELTIE, LA AL=F B HARTEHE (Ix—1R) %
RERNZHEI L THWD Z &, iz, IREPMERGEIE., BB LA L= 8
REER L, IN=F 2 RZ VA7 REOGEITHEFIC S 7L =F K1 B AR E)
B (IFV—R) REEFEAL, RZREBIZHKORWE D EET D H,

®  TEERIEIR « BRI | T ERARRART AL TIRORER BRI CE 3, b
=FUREEFEZTIC, NRROBZE 21752 b5 (o & ZIXRMEMNAERIE
RSP INE 72 &)

PR v =F 2 2 B &R 2 W7 v =F  RZIEOZE « iInROFN %2
Y
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DL —FoRBEL LN, || Pl —Fo R RN RET 3 (%] s @z
LEAILFoNROR || SR ES TR, L1200, W R AR
SSTMEEN-ZBT 2 || BEREIE BEFR 6

BRIAL Y oA l

I ZF DRI IEE

[ R (s b SEE LI B AR T WRES |

O BN =T AC TN N=FoBE, CART: continuous ranal replacenant tharazy (SN FHCEFR) . TAN. total perenteral natriton S50 R

BE K2 MPHL=ZFU2H0EREENLZFUORSEDDE - AR

5. WIL=FU@ERBEDE=F) T :

TN =F KRG T L ERIZEDEWES L, AT Eomb v =5 fElE
FRAT D, L, IN=F BRI GIIH ETUHTFIETHY, IV=F L RZDY
A7 R85 BE T, BARIER - BREFT R, BRIk, B8 - I8 EEBE L TRZIREE
It Uik e i S CTh 5, 7k, WV =F U BAOEGFIEZ, fiROE=41
YIUHH, BLOWNV=F URZIEFKEDO Y A7 72 B GHIHR LEEICITY 2 ENE
ELV, BRERTRAV=F B GROE=S ) o ZICBT 2 RERIREN THY | 4%O
REFEETH 5,



I. asiaat

NIVZF U RZIEDBRDERS

TRAPEFIEICLDIN=F o RZOF T, HAERY AR ) —= 0 VR REREBEICE
WCHNL=F U REZIETH D, HDHVIIIEOBN B TEWE RIS ZEE81E, AR
SRR A0 THER~Y ARV —= U USRS ZIR T A R4 > 2015] (2
CiRpELL) 1O cHE U TR - TBIRT S,

Se R EAELUSNDRR TRIET 5 IV =F U RZIEIL. DL TFOREETIIE Lo &
ZEZHNTN5D,

® IN=F &L GARERERLEM AR EORFEOBIR.  FEHRE - TPN - —H#oD
FIT VATV BRERBRILR E N =F L m B EIRORER OB WHERUEE 7 L

®  IN=F VNP SN D GOBRE. FEGAERRE SIEMERIR ECHCE AR TR O &
BE

® IN=FUORMENDDOFRMDRE EAERTENIRREEZZ T TV D BE,
Fanconi JEfERE B, EFrEAEYRIE (CRRT) BEF R L

® UN=FURZIEZEIT I LPWMESNTWLEA LT alg, BRI VESH
PUEEE, PINAAIRE) PEREINTWLEERE

® [ROMELIEFSHIELHEEL (#) RETRMHTHEEPLETH D,

HILV=F UFEFEE

BRIRIEAR - AT D TV =F L RZIE], HDHWEL TV =F VREZIENIEIET 5 ]
REMERRO TEVRIEETH D | LRSS A. VRV =F v AEZRGT 5 (Iv=
F UL L ES) . IV =F CAIFRFERIEOERIL, RGN OEIA CH 2 lEHED v =
FUERMTET LT TIERLS, EELEHEEERF>72T7 2V CoA DT VIVIEE ST 7
NAN=F L LTI har RY T fllash, ROMTHER L. fE 2 OREHT L E 72050 CoA
TR T2 Th D,

DIV F UHREREICER LEEIRNETEIE

NN =F AARFEHREE AT 2B, DT OFHZ BB L TLR AL =F CJF O#E
G, &G, &G — b, BHEHRERET D,

1. REBVCHILV=FUORZZEETREOKEME
SERANH BFEOENT IR /2 SRR ASRKRE S 5 B, AL LT L =F i FeR ik
BT D 2 EBMBEL 2D, T2 LTSIl SN O b OBRNAREARB A b H D,
EAR R VIS A IR 57 & EMM ORI G L D W =F U RZIEDIRHE -
THICHIUE LR BV =T 2 BUFI OB 5B DRERFRE RO FIEA G S 5 R o
THTIRBN D,

2. RAMHLBEH
AN =F U RZIEDIBFRICER L, LS LB OWBFRIEN R 25600 0 (REG&
LA DOEEN)

3. DIZFURZEDEEE



HIV=F U RZIEDEIEFEIZ L > TCL AR L =F L BF O H&IT R 5, [F—EKE4
THREEAY ODEEEICL > CLR DNV =F RO 5T R 5, BIEM Cris A
EAERE L, BIRER P ORERICHESZET 5,

BrOEEEESER
F—OFEETH-TH, Fa, Ml BRI, BFOoRRERE, HiNE, JFH
I AIFRER LY VAR =F URIFIOREEIZR R D, e ITIv=F b
T v AR—=4— (OCTN2) DOBAGHIERIZ L 5 — kMW NV =F LV RZIEDHA TIE, £
DERORTEEEICLIVBRGENRESERD,

BRORIM

R AT 0L AFRHAE. 5D VRS > TEFERAZ R 5T O LEN D 5.
IRRENZE LI B ©, (RARICHI D B2 D, 52 WIEHERAI SR OANCY Y B A
éo

B D F B FER

VARV =F CRIFNTIE SEA. WAL, FHERFIR S0 | B RBIC KD Foi e
HIR 28N+ 5, DT, RKEUEKASHO LRIV =F o 07 ) — KK ThHh 5L
HNTF L oFF DA E T,

g

g8 AT CFF BE 100 ™ 0 FLEN IR /N R ROBEIE] 4 IR - A
TV AT OFF §E 250 M BE - HAAE, A

NRA- = v A L F OFF PR 10%  (10ml H1 LR L =F 2 1000 mg & 4)
L RE R A~ OMRCE S CRAIRA N NG A7 L

BUERIH]--- =L LF U OFF1000™ (145 5ml 1L AR B L =F > 1000 mg & A)
DRI R EE OS] AREHRCE - FFHEINIE - ST aighEe L
Ema i RO ETERVES, MRS EE R E

B, BEFTROBEERLO LRI L =F A (WFh b LR L =F W
BE) B E T WD,

A = TR : LRI V=T A EEE 100mg - 300mg [ HEE T )

REI TS - LRI =F U HAEYEE 100mg + 300mg [V —|
a—7 A A RS, LRI =F B EEE 100mg - 300mg [ & A )

RRA S B s AR v =F AR EE 100mg + 300mg YD)



BHOEREZRDORZ

NN =F U REIEE L ZTREL DIFREIL, DA =F 21 Tlidne< ., hosEF - e
JLH B IVEREORZ HEIDOTV (REXBEHROBEE.OHEE RO L
Kz, WEARZ, I URRZ, BITBEOEKRZ - ighRZ, ¥ I Dy3RZ, —HD
FIHT VAT VBRERHIERBEEO A F U RZRE) . Z) LEEORZICK
DRI E IOV TIT BT VAR SIS W TH DL, fOKRFDKRZ
72 EHE D TR - IR 2 0ERH D,

AVZFUEEBTCERVERARPE (S FY—8R) OFER

EHL L U TORBRER DL ITIII NV =F U NEEN TR, HIL=F U RZN
FEIEICER L TWAEEIL, H=F 250 NCHARTRER (2 —R8) Off
T EZEBETHLNERD D,

RIEFTRE

NN =F L REZIEL, BERENDIRL ETHTEENL TH L iR D72 N TH
JELLTW, IRUTUNEDRIZHA Db D TIERY, N =F U REZIELGI Sk
A IRRD AR T AT, NEN DA E TIRISWVESTETHRIEL 9 5 (72 & ZITERNK
A SRS EE O B IR E R ORE R JERSEAT-C M AT 72 E13 IR T2 Y FE Y
A7 NBHY . SV TaRRITRARE BRI DR TVWD) |



BEAGHAL=_F UHRBEORE - BE

FEEICHTIhIL_FomMmTREE

FREEICHLTHIL=FUoMREEEZRIRT AI2Hh=Y. MPAHIL—FAEZRIETHEIEEELLA, 1=
CAEANEEHCPEHENISGETH. FEEEEEEFIBEANAIL—FORZIREIZHEOTOSIREEIEERE
TELL, BERER - BERBIELCTUEZTIE., Y LaARZTOAHELRAMNICHRLIS S E/MET 5.

FFEREIZX LTI, LIRAIL=F 2 ELT 750~1,500 mg/ B (TILAILFY FF) %45 2 £-135 3 T&AO
BETE(BAR)FICETUETIEEZHESIGEEIE. 3y AEEREL 1,500 mg/ D/ EEITS, CLHIR
YIZBIL TIX. 750~1,000 mg/ H%E 53 3 =35 4 (FAERHEM) THRE 5, 750 mg 534V 1,000 mg 115
BICBVTERDBERENE MBI EZEMTEIETRIYVERNRELIZEDHENHS 'O, FFEM
FEIZH L THIL=FUEERARELIERNRE EHLH. A - REAZZFICELTIREISIATEST .
UL EDSEROBRIINBETHD,

BHICEBRSEDES :
KB 10-20 mg/ke/ BE BT HIZENE '
BEIEBHT 10-20 me/ke/ BMDIR OB SR, T—42 RANSIZEBEHETS !

(AN EECHLTIEXEORE EMERENE BRNER5ETHD) !

Fanconi E{&E 30-120 mg/kg/H #OHE !

HN=FoEEELZNTPN, EBREFI~OHHRE
“TPN ~DHEFE (FER. FMEOXREEELGL)
2~5mg/kg/B (T EHERIZER)
BEXEFNOHT (BHEOREREICLIREEELL)
5 mg/kg/B (EAMICHAERZHER)
(BH. L TOBF D LGRABLEOVICEEDSEER (B) XIXRIELEESE)

MR- HERERUEMERBICELESI AN =_FORZIE

BELLT, 3-10 mg/kg/ B BEMNSDERELT, 1-4 mg/ke/BH 2
SERELZE . SFaVRFUTHREEZTEIMES . BELLTRBERLRZED
30-100 mg/keg/ BAWMELEEZBND,
F1=. ADHD Tl 100 mg/ke/ B (B K 4 &) DA DIHENH D, 2V

WFhDIGEHREL. 1 B 2-3 BIZH T, RICBRIZFSVRR—2—DRELHE1=H. 1 BIR5EE
BRARTH 2 ZBABVENEZFELL. ZRK 4-6 /A O OEFHOHELH S,

(B L TOBFR) I LICKDEREAL=—FORZEILRIBEEZSREOIL)

NSV TOBF RO LIZKDEFNEDIL=FORZE
NIILVTOBBORIERDF AR
“FHERS (VRIT7II—DENNRLGE)
10-20 mg/kg/ B #5LM[E 100-300 mg/ B, B ADIHE & 250 mg-750 mg/H
<NV T OEEEE K BT & M (valproate—induced hepatotoxicity: VHT) /N )L TOBERES 7T 7 HIKE
(valproate-induced hyperammonaemic encephalopachy: VHE) D& (B#EENLZVES)
50-100 mg/kg/H #EOKRS (6 BrfEIC L. &A1 H 3 g T, EEEICHLERERM)
"EREELAHLIEE (BOKETELELE)
MEPO—T 127 ELT 100 mg/ke BEARN G (K 6 FT). TDHE 4-6 BEICLIC 15 mg/kg BN, 7
VEZFEMETLESEAICYIVEZ S, WNILTOBPEFNLCNIZEL, RE5EEXEHERT )



ERFLE AR EER 5L DEMBRELE i
HARSAVEEIFGEWAINETOEMBENSLUTHIRET S 1
1. BOREARELISE :
HILZFLWEID 40-60 me/ke/ BERE (B SHM TR EOBEMMIC L TR, DL |
BERR IR O ME B L = F BN E BB 2 TREABE) !
) BEEEABYEOREATEIENES PEETRARNNANELES !
MRS EELT 100 me/ke (BK 6 5 O EMIRNIZSL, Z0H% 4 BRIZEIS 15 me/ke SEMBET B, |
BOBEAEIEYERASRELCEIBE ., 1€, |
3 ChLDREEEOLEETENRE TR0 FHMAL-FURBEIOVTIE. BEATHRESNS |
W, IFAL=FY 2 HERELMBREE ELNIZTU EERER - BRRIRIIET 5., :
1

EELDEEFTR@EICBITDAN_FoOHF

FHEHELT, BRICAVWDEB AL, 2-10 mg/ke/ B, WIL=ZFUEFELTHARICAWSEE 1L 20-50
mg/kg/ B (BIROIRRICEHLETHEDOERELDE)

=L WL=F o REIDEREEIZONTIE, BIR (B) DRBREPHILZFUORZIRE, ITAMAE
OHBAEOHERLTEEZEELTREMNICHFT2ENEEND,
Fr. MhAIL=F 2 DERELZREEZTHMICITU. BBRER - BRRBIEISEET .

B, BMEEOZ AT PO AELOHES FRRICGE#H T 5,
[#2 03]

WEL. RAICIE, VAR AL=F L LT, 1 B 1.5-3 g (15-30 mL) % 3 ENCHEROBET S, 2P,

BEOIREIZS U CHEEERT 5, @, /MR, VARSI A=F & LT, 1 HIKE 1 kg H72 Y 25-100 mg
(0.25-1 mL) % 3[MNZHFIROKET S, ok, BEORIEIZL U CEEHET 5,
[ A ERE]

BE. LARINL=F L LTLERE 1 kg H7-0 50 mg & 3-6 ] T L 12, BIRICHEE (2-34)) XITA
WHET S, 2B, BEOWRRBIS U CTHERNT 220, 1 HOREREEREIXMAE 1 ke H729 300 mg &7
By MIRBHTIEE D BNV =F o RZIECK LTI, @i, VARV =F & LTRE | kg 729 10-20 mg
EBENTHE TR, BT EIRANEA (8 32, B, BEOREBICS U CHEEEET 5,

KT - BREHOBERICELBEINEEED>

FERMRHERFIEICE LTI, AARE R R Faim AR~ AR 7 ) —=0 %45
PRSI A R T4 L 2015] (BT & iaett) O ICHE LTl - IRT 52 L, R
RERFEIEOZEICB W T, EARNICH T b~ AGHHEC X Dl v =F L JlE
BRI BT VIV =F v D EBDHEE K L IRRIEREICEE TH D (T
SNV =TF T T = VT . SERIEHREE ORZW-OIERICE LT, S7EM
FOWIZ BN DAT O ENLEE LV, ZOBH ALK EE 2R [~ 2 %
7Y == TR BRIRBEDLIRIT A BT A > 2015) (LW &b o2 - 1hts#t
EHRT D5 LRV, BEHEELBRAHEFENSEDNIHAE., oL R =52
AN OFERL IR E SN TV DH 7 EREBRAOEBRNLETH Y | Jo R AE
DHEMFZDOIRED L L1ERETTOLIRETH D, HARLERRBREREFEZDR— L2~
VICHEBEORBERARR S, A, LERE, HYEL B L ONEKES T E
AT % (http://jsimd.net/iof.html) . J& R FIEOMEEZWIZ I I V=F 2 2 %
TEH A A 2 SRR 0D S RARGH B O VR I BRI A 9~ D BRIIARZ W - IhRIRs 3B L /e
Do

K2 DIRRBICZIBIT D)V =F U RZIEDIEIE A T = X LLARBFIEOFHMNIZ OV TE, LR O
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http://jsimd.net/iof.html

IASC) (CREk 5 5,
DIL=ZFUORZIEDZE - AEREH (K30

1 [ZC&HIZ

Flix DHERRBERFIEICBWTEER IV =F U RZIENBIET D Z ENEL . T DIEH
WZBWTCZEDMDIGHEIEE E IOV =F V RZIEOZK « IGELEETHDH, TDD,
I OB THN=F U RZIEDFEBREN E T L. ZWT - IRROFZEEA T X =49,

— 5T, ERMAHEFIELSNOSETL, FFEESCHASRE ., RERRERE, Z0M
I 72 EORREBE BASEE (EWEE. Fanconi EMEREER . CRRT %17 T\ %
BERE) | AIN=TF UEEERVRERE, EAFIREE (TPN) | HD5WIE—HO4H
T VN UBRERBIL ETREBEHIN TVWDLERE, I=F U RZEIEZTHEAERE
EZITTWHEE (S ralip, BRI UARSHEIEER, BLRAAIRE) | BIEOHREE
B () 7 EEx B RESLHREIN, 525 WIREFRMEDOFIRIZ L D DV =F  RZIEINFE
JETHZENHY, AFBERTLT LLE T, BNV =F  RZIELIEL L ZW
LTHRBETDMER S D 2 & NIEERE ST g,

ATl 1970 FARUTFE X OIFIRIC LV ANV =F U RZIENRIET D 2 & 34 X, 1980
FERIC—/EB LRV =F U REJFEICHT D DV =F U FRRIEN KR SN, =
AU L, AFTIR,. 1990 FFIC T7 e B B IESS KON T~ m CRRIEIZ IS T 5 v
=ZFURZIREOEE] I L TOR LRI N =F L BEI OGS N ERE NS . s 0%
BLUSOJRIKTRIET D WV =F » RZIEICOWNTIERD 250/ THEA S DR T
bolc, T LR T, BAERRBEFT FEOAARNIRPEROEEN I &7 > T, L
RAN=F L BFIM TEREOMEMEO S ORAGRIR « BN/ RS E] OB R ERE
D—2ZZFF B, 2011 4E 3 A 10 HIZ [HV=F U RZIE] ~BIVENTER S, ka7
JRRNZ & 2 v =F  RZREICEERIDMEF FIREIC /2 0 YL - @ bk Shiz, £ D% 2013
2 AICEEAR LOWHIRAID B Shv, 2EBEOEITEE . /DNEH DWW ITRE R
BEICHRE LT o289,

HN=F LV REFEDBMNI AR RDIMF AN =F EIT 2 E T e KRR R
WREZR ENFRL BB ICx LT, [ T A~ A ERWZMF v =F 2081 O
HOMEBE A ST, ERR 304 2 A DEER A 7 U v ZikE W T =
2 JTHEFRA ] DRBRINE S, ZOREEF/NEOREREEEBSE. NLALDL LA
WHFRFER I NV 7 ZEH L CW D/ NRDEE . SirEEo VT a5 852 0 =F
VREIEICH L THRBEA SN TS, 20D 2 SOOI v =F EERE N E R
S RENH DD THBIEEBESCHRERN 2 EE2BE L TCOTNNERIRTI0ERNDH D,

ek, THEE] ICRR#E Lo, BREERFIEICL 2 WV =F U RZIEICEE L T,
A AR R P mE THAER~Y AR ) —= o TRIBIEBEDETA T4 2015]
EHBL TV X700

2 hIL=ZFo&lE

Hv=F > (carnitine, 4-~ U AF /LT I /-3-t RaF @R, 4-F ) AF)L-3-E FaFv
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TFuZ A B/ 1) IF, 1905 FITA ORI L 0 BRI 755 161.20 DK
WECHHIY Fofmar ) IILVE~Y (Tenebriomolitor) &> EH O H
DY T XICERT DERCMADRER THHZ EDBDONY B s I By LI, &
D%, & N TIEHME, Blg, K2 ETEGRIND Z NN B I TIERVWAEH
VB E SN D ZEDH DY, EAMEFIICITT X FBITEWIURT I v L
RUBBFETHZENL, T /BO—HELMEENDZ ERHDINHY R T E MR L
TWBHT R BT, IRFFHOAEWIRIZ A L TR Y | EWFRNIEED & 2 O LR
HTHY ., D-RITICHHER 279D T, DL-K (T& 1K) OERLIIMFEHAT & TlX
A RFTIINVEZIC DL- A V= F U RFINERER & L ORKRBENTHHA (T= b
U200 mg) . ZhRE - hRIE NEEERBEIR T oA LD 1BEE ) ) | M TlT 1984
AT FDA BT k% LAROBZORFNYI 0 Z 5 L5 IR aH Licizd 7 & JIRIEME
DILTWR W, AR TIFFFITET D ORRWRY I =F > oW I v =F VKl L W 21X
VR NV=F > (L-hv=F) ®ADZ L EZRT,

CHa

[[[ps o

|
CHs—N*—CHz—C —CH2— COOH

| g
CHs OH

1 LRAIL=ZFU(L-HIL=F) DiEE

3  HL=FUOEEER

3.1 AIL=FUDERE - £{FER

H1 v =F o DEFMERIC OV TIE 1960 FR0HEZE < OBFERH Y . BUEE TIZR 1D
J: 5 f,ﬁﬁiﬁﬂg)ﬂ 753&) %) s & 753\#,)75)0 —/Cll \;;7) 12,18,19,20,21,22,23,24)O

xR 1 AIL=FoOEE -SILFMER

1. REBEEMHEBOI,IVR)TIR) 9 IRRANDEIEICHEAT, REBEHEED B BRILICKDIRILF—REI(ATP E4E)
ZRET S,

2. BN D T Il CoA/CoA LLEDMFAFEIZKY | B2 DRBICEELLEE CoA T—ILEMHIFT 5,

3. AHMBRHERELELADRETERBITIAELT VI CoADTUIEEEEL. PUILALZFUEETHE
s R~ T 2 NREMEREFIELTERT 5,

4. R—I8\—F XY ARTFARLA—E (SOD) . FIWAFA U IS—FF L8 —E hE5—EREDRBILBEROHKIREM
R, 7R RMFMERBZEIZRY., BILER. MAEER, £ARRELTELER. RELCIFERGEERET

1. REBEWROS PV FYT7I M) v RARAANOMIEAIZLDAT, REEHERO g B
EIZE BT RILF—RE (ATP E&E) ZRET S,

H=F 0%, BEEEOI har RY T~ kU v 7 AN~OEIEICVNETHY . K8
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NENIER D B ikl K DD =L — @, ATP PEAIZ & > TR THEZRWE TH 5.
AN=F L OFEENL, I har R TEEICEBWTEREOEE L LIV =F VR H D
WE IV =F v RV EREIN D RHEIEEEEE S AT DA L. BB D DT R L
F—pEAICHEERBHE 2H STV D (B 2) , MilEIZiZ v =F 2 8T AR —%—0CTN2
WIAEL, 2 &I L CHIRISMREE D 20-50 5 ICiRME S D, WEBEIENERIZI = RU T
NEDEEHT v L CoA v —E (LACS) IZLV T/ CoA L7 I hay KU T o4k
EENFEOMDAR—ZA~EITND, ZZTT IV CA EIN=F N, 2 har R TH
EPNNC JRTEST D N =F L 7L v ANV T A7 =T —F | (CPT-I) OEE Ty
N=Fr by S RITAHBICO LN =F T UV INV=F v b T Aal—E8
(CACT) OffiE T b RUTHENO~ MY v 7 AZEIZND,
ZOTINAN=F0E, 2 hary RUTHEORNINZRIET 2 v =F 70 AL
N7 A7 27 —F Il (CPT-II) 2LV FHORINV=F > L REIEVIRIC 5 v, IEIREIE
Far RUT< R v 7 ZANOBIILRICA> T X —FEA IR SN S, gDV =F
X CACT 4 L TR ~R - T\ <, TS, I NV =F o LT v =F o hvif
FINZEES D (TN AN=F BN E O BINEOEEY) IV =F
ORI T (carnitine deficiency) . & 2 W EEHRE L 727 2 /L CoA BIZ /LA - =il v =
F WAL (carnitine insufficiency) 92 & Z ORIEMNE 572 < 72 5,

B 2 ICZ0OE#ENEOI hay RY T ~DQEEES AT A (Hv=F %A 7)) ZfH
Ry = —~< AT,

AL=F> BBV FOLNANL=Fo O

(¥RaS) 0
1
wam [ FSoAk—s—(oon ) i
1
7/leoA E
- - ~ =3 .
SRaVFYT AR 1 ﬁpy 1 E
IN=Fy o )
FYNAN=FY =====" — =
RS Rt Py [:I\DDF')7.?E!¥ |
(RMHR) " T oA 4
TN=Fy L 50 e
! o =° ATPE4E
hIL=F> FH£F LCoA
NADH
VAL -

2 WV=FUEBEAEMBRERIEICR DT R IL T —

LCAS : R#{T7 /L CoA v >t H—F, CPT: IL=F L /UL hAf IV TV RAT =2 T—F
rorvzruh—Y hr=F TN IN=F b T oAl —F (CACT & b))

2. fiIARD T JL CoA/CoA LEEDARICKY ., BL2ORBMICEELMER CoA T—ILEHRT
%,

F-. AA=F %, S har RUTHOT 2L CoAllEEE CoA DILRZFRHEI L TR,
BEINZH R 5TV 2 7 CoA 7 — /L OMEFFICEHE R &R Z R L TnD, DIV=F 137
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L COA BT UNVEEZITRO TV =F bl h & X T CoA 2L AF 2 —1
HZEWTIRD, DED, IN=FUBRREZT D ERERIITEERE CoA 7 — L RHEFF T 72 < 72
V. TEIAERICETE O Cidle <, BEETAE, IRFBMIE, fEFER, TCA R Sl HEEELY 5 2
Do

Z DOiEEfE CoA DOFYE L 725 HE % CoA sequestration syndrome & FESAFZEE H N5,

3. AHRABHAEEECELDKRETERTIATLT VI CoA DF7VIVEEREEL. 7VILH

W=FotlioTHilas . Rp~#itt s 5NEERSHELTERT S,

ARG EE e E CERB LIZMIRETH L 7 Wb e (b 2137 v B4 U ERIE
IZBIT D7 e A=/l CoA L) 1%, ARKIIRHHTEAETHY EHET D2 LTV, X
RBHRFIER CH 2 OIRRECRKEICEET O LI ba vy RY THOM~ iR 20E L, M
NP % FE T 522 207 DA KB LV =F 2RI LT, LT 20 CoA %
HNWV=F VAT NDT VIV =F b U THIIEN X 0 BRE LEEBIIZIR P~ 5,
TR LUERE D V= F AINTEME DR ER OB EN Z & > Tnd, FERIHEFEER S CTRE
\CERET D PR OIETED - DI L =F S KRB b5 &N o B v =F
YMWRZ L, IN=F DT XU CoA 7 — VHERFOMREN AR+ & 720 | i
i, M. BESAH. D 7e EFE A ONRER 2 7R ERRIEL - BEPRM M, —MRER R R AT R 5 03
BOLNDEICRD, TR REINV=F U REIETH D GEMTEE) |

4. Z—IR—F XY AR TARLZ—HE (SOD) . T IWAF A IR—FF A —E . ha5—ERED
RBCERORRERER, 7RO RAMEERLZEICEY, BLER., REER. £

RREER. RECMFNERAGELZRET S,

4 FHOHIN=F > OERIL, HAREFEIZ > TRIHENTE DT, AERBEEEER.
FR{b A b L AEGBIER ., PLRIEMEM. BL7 A b=V 2 ERZR ER, fEix Ol har R
U7 ZFFo TORWRILEKZR ETHHESINTEY, INV=F U RZICED ZnbOEMN
JFS L CHIET HWE/R ENEH S TWb, 29 LIZEMIE Nuclear factor erythroid -2
related factor 2 (Nrf2)Z 4 L TR SN D Z L 3D o TEX =N Zh b OIEH O~ 724y
B CORK EOBEEEICOW T, A% 0O S bR BRI D 2%,

32 AIL=ZFroEIRIILT—ELE

AN=F L OER « FLFERO L ZATHRRTZL I, IV=F o HF AL IV TI hav
U7 NITE XN 72 RENENTRIL B FR(IZ L 0 Sf&rIZIZ T B F /1 CoA &£ 72 0 [ TCA [EHEIC
e S sd, 13 7+O7EF /L CoA 1X TCA A —H < VT HMIZ, 341D NADH & 1
451D FADH, & 1 43F® GTP ZAZH$, Zd NADH, & FADH, N B FmiE R T S
U ATP FEAEDRMTHON DY, Z i bA@fL 2 FEE S (respiratory chain) &\ 5,

17716 RFED /7 IV F UL L IRIL T8 /0 DT EF /L CoA & 7451 NADH I LY
FADH, 443, I HIZ TCA K Z D <% Z L THFF 31 NADH 35 X O 15 FADH,, 8 GTP
D, ZHUTE D BRI ATP MG N5, 1 0+ D7V F UM 51T/ UV R A /L CoA
PEADIRED 2 ATP Z 5[\ T 106 ATP 23MEV &5,

S PDOEE TR NV =F VMSEDNE CTeGEaR0 NV =F A 7V ERERRT DR O
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KRR EE 70 i3l 35613, BRSNENIEED B M LEERE IS ShenoT7 & F /L CoA O
PEAEDME T L, & 51T TCA[EE 25 D NADH, & FADH, i3 1% 0 | IEREH T 3L
—(ATP)EAL TR XD Z ENBEXLND,

FRBRENECRERTPHABENNEE L2 &, 7V =NV =F U NMEEOSE

XN =F 2 AT NVEARIZ L DElER BB Te s, ERE LIS EABEDIC LS
Fay KU THRED “IRIIK T RAE TS Z ERBNT WD, I ORFTIIMFREHOMRE K
T2 L2 =R VX —(ATP)EARED LV —EBEDIK T NAEL D,
EBITEA LV =F » MGE D FFCIZHIAE N O 7 3 /L CoOAICOA ELR D FHHEBERE D e L, B4
B E 2R EHE CoOA 7 — NV EHERFT 5 2 LN TE <20 | T TOMBEAN OISR
BIET52ERB20N5, Z2OZEHEI Fary RYTOZRAX—(ATP)EAZE LIKRT
SHLHZEITRD,

TRV F —FEAERENEB E B ZITHIREOSFED ~ T 2 AR —F —72 EORSERIZIC T,
FIEL, bHEAALEDMDZE S DAFRIRISOSITRT, 4F 1T 2 O THRAAHNZ I THIAE X
WIZE A,

TRIF—EAEDBGHIEEDOH DI Far R THEREICBW T, =X —HhBiIc
L0 BFEDEAFISIEAME T L TWD, 2 DI PEREED NS L TE OREST
)L COAICOA LR D FHFEMEAE /R I L VIRV =F VIENE L D Z %0, Z DKL
=FUMAENR S HIZI by R THEBIK T2 X7 L, BER S 2V FHEL S OICE(kICE
T kit s,

TN =F v RZIC K DML E IR A 2T Z L F 2O RV F—FEADKTICL D LD
EEZBND, TNEZRXNANX—TTAVALEMNELZ LB D,

4  ANZFUDRAFTRAZIR

4.1 HIEK

HANV=F U RNEEICEENTODOIIREOWE, f, LG T, @, KATLH
VEBEOK 5% NEBENLHIGSND, 720 O 25% TN (I, Bk, M) CTEEGRIN
% B0 v =F %, EE UTERKM. DI, ITIE & oMo e 5% (R 2) .

EERNICBIT DN =F DGR E R AT AL L ATONWTH 3IZFE DTz, EENDL
=F =T/ NROEAIEHI 50 mmol, 70 kg DB METHI 100 mmol & S THEY ., FDK
98% 1T BHEAHL L DA HNT, 7%V K9 1.6%ITNTE. B, 0.6% I TMIasME IS
H3BHD NGO v =T R, MBI AEET D Na RAFR R B L =F o b
T AR—Y = (WA=F 2 b T AR—4— s OCTND) 12 & b Mo 20-50 i < i
FEN T2 3%, il v =F 35 TR 161.2 TH L3I iEE b7 SBRERIED S 5
WENDD, 0%LL ERBRME DIV =F 2 T2 AR—F =2 L) BRI S5 2%,
TINHN=F TS ED RN S TR A~PEE S D, IV =F  DERNT =L DR
OB IRICAFAE U, Z AU M AR EE & BRI R > T D EE X BILD, Licdd> T,
AN E BNROMERING K 2 il i v =T AR E D ZETE G ROBDNI LD EEZ LT
W5, BERCESICEVIENICAS IV =F 3 d 7 — L &5 U TG0, I
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igt7e & OB AT D,

3

x 2 EbiEsSs, BEROHIL=ZFURE

fifag - fAS WV=FURE
BHIL=F > : 40-60 pmol/L
mi%& WEEHJL=F > : 35-50 umol/L

FUILAL=ZF Y : <15 umoliL

P fisk 1000-1900 nmol/g tissue

1Dk 3500-6000 nmol/g tissue

Bi&H 2000-4600 nmol/g tissue
i 200-500 nmol/g tissue

STk 31 L0 51D

ZORBE, AN=F U RTIEEBZZ D ETEHERZ LIL, BEHENSDIRWVILIIR, otk
s, BIELHEER (&) | Va7 REEE Ao TRE T, KN =F
T= NP INTeD, IN=F U RZIEICRORLTWVWENW) Z & ThDH, £, HDhn
=F TP A X3 0.6% EFRD THOT N TH Y | M OWEEED v =F L IRERIE R LT
LHHEBEO N =F o OREBER L2 WGEbH DL 2 L E2RMTI0ERH D (FAER
JFREZS B BRSO RMAE 2 380E L7 B, BEEORERIRIERS ., CPT-1 XEJER L) |

FR 6 (B, D, . B

90,000 |.I,I'I'1'D| INRDIBE
(#48.000 mg) (REA L8092 518
BEMSOERN
300 pmol/ B
OCTHZ
- B
(#348me) oy BME
QCTH2
OCTH2 _mlﬁ E:F#m-’i
300 pmol 400 pmeol/H
[ 100 pmol/'B
(#916mg)
EER(F. B 5 B

XK 3 HIL=FUDERADTERAT RES R (xik 30 LYBIAHRE)

PLEDZ e, HIV=F U DRAF AR AZRETAHATERERIT. FICOBENSD
EHE, QFEARNTOEARE., OB E, b OHEE, @B RIS I 2+ 5 RiE
E. D4-50FERNTHEEIND (B 3) ,

42 BEHNLDER
ERBNOhNN=F U EERYR 3 &:%aa““)o
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®3 BRHDAL=_FUEE

&8 AN=FUEE . AL=FUEE

AR (mg/100g) - (mg/100g)
¥H(IbY) 208.9 F7HRAR 12.2
HR(52) 130.7 HILTIE 9.3
FER(TL) 80 <7 0(FKE) 45
A (a—X) 69.6 43, 3.4
4+ (EL) 59.8 INEREEF 1.1
BAGL) 32.8 HYTALE 0.9
HY 23.8 Fa0n 0.8
meE 23.1 INE 0.4
A4 19.6 Jayal)— 0.3
o3 16.6 IRV 0.2
7o 14.3 E—Fv 0.1

LACTER AL T T i 500404,

43 AILZFUDEER

T OREEATIE, H/L=F 2 O— [ OBIEREDK) 25% B AERA TOEAHN B S
% BEO = Fx, REOERATTO 2 SOMAT I/ BOY Pr b AFF =Tk
STt bOERNTHRIAD AT v 7 Lo TEAE NS PREEEE 20 A5 4 B

4R T,

S-Adenosyl-L-Methionine

\

(3Cik 37 LV 51

TV =F IR ORI L < EFE, BFEIICZ 9 LIZBHOBINA D72
WH U EERGIREZ LTS EE (BEEAERE. IFMEARE) | RERIEERS.
FEE 72 ETIERZ LT, Eo, EREERLOBREREALC TPN, —HOFHALT LS
CERERN AL EOWBEREHR I N7 I =F U BREIMEN T RN EOREL . o
NOEDORBRNOATEHMRBEH SN TVWSEEIL, IV=F U RZELZRI LTV

Protein-linked L-Lysine

P

Protein-linked 6-N-Trimethyllysine

Protein Hydrolysis

6-N-Trimethyllysine

3-OH-6-N-Tr

6-N-Trimethyllysine-
Hydroxylase

imethyllysine

Aldolase

4-Trimethylaminobutyraldehyde

Dehydrogenase

4-Trimethylaminobutyrate

(Butyro

betaine)

L-Carnitine

17

3-OH-6-N-Trimethyllysine

4-Trimethylaminobutyraldehyde

Butyrobetaine-3-Hydroxylase




B 4HIL=ZFUoDEER

(k42 L v 51H)

NN=F VEBRROREDAT v T M) y-7FuaxZ (e kaxr 77—, B FT
TN, B, MO IRAEET D, £72. IA=F L OEESRIT. 2 DONET I 7 BBUS
WZ32DEX Iy (C, T4 T, By) EBBAFTLOMNPKLETHY, ZNHD1DOTH
RIMFTIUEIN=F  DOERUCKER D 5,

NN =F > DEBRICRA RO y-7F a2 A4 b FedrI—Eie MIBW
TIFFEREKFETH D Z DD >TEY . ZOIEMRITER RN DGR & 2 BEIC g
5L FLIEHITH 10%. 3R TK 30%. 15 TRl L-ULIZIET S L EbhTW\Wb, %
DR, TR L OVNEHICIB N TH A =F L ORZIENE LRG0 4890 migoy -
FuRZ A Faxy T —BIE#HAERTHRA L FEEOEENSH 5 Lo D, T, Bl
BN ECTARR SNV =F 3z 7 L CEEHOOIZEIIN S, b 3
DIEZRD 5 BIFEA 2 LIC L 0 I CTARIE TR Z 5 L BN RS WY | £72, BIKICH
WENI NV =F B8R T T4 Z ERMEINTEY, FHEESEEE R s L O
BIROEERE IS D 2 LIZAN=F U REZERE LRTVWER D> L b T g 24,
IN=F v DEBRRICES T ARZEOREIC LD IN=F U RZIEFHRAEDO L Z A5 T
WNZR U 2248)

4.4 BRRIZEITAHIL=ZFoOH & BRI

TN =F 2 DRFTEREKIAED B IRA~HEE S 40, 1%L FAMEF 2 BRI S5, DFE,
WD NV =F ANIES TR TH D & 237 $EE b0 T D KED DSESRERA Tk 2> & A8
SHPEIES B8, HH D 0%, ERBRMENSHRINENE B 7o =F
FHE D FRIRESATRP~PENEN D, Lo T, ZOBRME ColED L =F D
AW OEEFAERDO AN =F LR AT ARV AR E By 5 2 5%,

JRAME COWERE NV =F  OFWIICEE T2 Na KFEET T4 hT7 VAR —F—

(OCTN2) DMEEMZERMNK 138 b 5 = L BN ST 5%, 2 b d OCTN2 DOfi
FEOMEEIX FIX, MIIRANA~OLERED LV =F > OEY IAHZSLE JRAE COFWIOIEL FIZ LD
—WRHEI N =F o REHE (M) OFREETH D 2 LR BTN e R
fiE, TEMIBARMEFEL LI har N T RFEER EOERRHRFIEICBN TS, &H
L= RS oA T 7 Va2 s L REITIR P ~HE 9 2 DH RS 23l < 721z, #f
RELTAON=FT U REIEDRIET H, I BT, 2V aliEy EO3EFIMED —kET v =F
VIRZIERENTIZ X A EIFRMED “RME NV =F U RZIEIZE W TS, OCTN2 |2 &L 25 B IRAME
TOWEI N =F  ODFRINDOREEN, DV=F VREEFIEDA =X LD —D>THDH
545556, 57.58)  2ags  KAARROMININ ~DWERE S L =F L DELY iAHH Z D OCTN2 &4 L THT
bhs,

45 BEICBLEZBEIRTHILZFUOOEYEIREDFEY
BRO, HHWIEIHEL L LTEREESNEZ IV =F 0T, BE LR v =F 1
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HhF A4 T AR—=2—0CTN 77 U —0 Na"KFENEHEMED LV =F > T AR
—Z—0CTN2 |2 & > TR &N 5% | = OCTN2 I3t MIBWT/IMNED B KIS E TIRIA
S5 LT AR, BGR/MBICEFEE L TV D L0 ) D e FTRHIBICEER LTV D
EVOIHED NG D, IBWRICBOTEEARZ LIF, RECHL=F U205 LT, =
DIN=F 2 b TV AR=F—IZBNT “WINOFIFBG” B0, RINAHITHIZ R 5
TLEIZETHE®M, Lo T, BEFO I DEDO DL =F IRITRILE
L, ERERE LBROR O b =F /B oA FRIR R (biological availability: BA.,
HIRPEE G2 100 & L7-BRO RIE O O OWIR) 13 10-20% & ST 559, BRI
Beole NV =F AIEWNME TR Y AF AT I B0 Ei, £t s,
L7cino T, ERRHEFIEIC K D2EIEFORZIE/R ETIL, —EIZEGTHDOTIE <D
BAHERICKETRETH D, ZODN=F 2 b T v RAR—F — [ TFH005 O 5 A
BEIZHHBLLTEY | ﬁw:%y@ﬁ@Wﬁbﬂﬁ:@wTwé M8 7 — D> B FA g~
BOAENDEEL., O IALEE L OCTN2 DOiFEM: & BEIKFET 2N R TR0, &
N=F > N T U AR—H—OCTN2 [TE IR 1T b E BB L TR | EED LV =F > DO
IWICEETH 5, RERIKRT A S5 v =F 2 0 90% L FIT IR THERIL S5 23,
FrRNBE G702 & TR IR EAHRD TEL RoTRBA IR ~Pt S TLE 9 (FHRIRO™M
i) . L7zemo T, BMHERO 2 WEE BT ICHIRNE 5217 9 2 & ILERRIAERD T
BHTHDN, BEIEDNIER 2 BE TR THIRNE 51347 L BRI &35 2720, iff
BED N =F NI HF R T ERER DI, BREOT VNV =F I N ERER NS D,

TV =F IHER ETE LI S D Z &R,

OCTN2 DB{HIA R T Z 5 — ﬁ@ﬁw F U RZIEN (ZBHMED IV =F L RZIE) DR
WRIIIREO DNV =F 28 ET530N, ZOHFFIBEDT I BN T AR —H —
BY*(ATB®") 72 & DI By THAE iﬁ%ﬂ%?”/T% DRERNT U AR—Z =12 F
U ThOTFMMCBIL S, MEEICRVIAENRD EBEZX BN TS Y,

46 EHAEFER - HER - LRHAOHNL=FUBE

FARET DV =F A A BT NI, DI L TBR A TE LS, AL L
RHLZOEGEHREITEZE LLKETH D (Fk 4) S1O8I0TLI2TY) - prig - 5\ Cld. 7EHE 30~33

WEDSENIZHL=F L OERENGE Y . B e & bICERmEIT LA T2 9,

AOHED 72 MEHR AR EIT R L OWE R Ci, % 2 B E CImLEoRne & bic
LA =F AR EH L. A% 6 2 A LRI EERLERAS & (RN COLRBED ER & L BT
)\’fﬁ H‘/)< 6974)

x4 BHEKRER-FER-ILRHOAIL=FUEE 9747

#2855 (nmol/mg tissue) XAk
R A 67
HHEH(=10009) 8.4+3.6 B AR 2,000-4,600
(1001-25000) 14.0+3.2 Figd 3,500-6,000
(>2500q) 19.4+2.6 IR 200-500
P 4.1£1.5
1D 4.7+1.3
9 (umol/L) wBhIL=—F> WEEAIL—F> FUIWNAILZFY
BRER
Bk 1(28-34 58) 24.3+12.3 16.0+9.8 11.5+1.0 68
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B# 1(30-33 58) 43.045.6 69
B#5 1(33-34 ;8) 37.5£3.1 69
B# 1(=36 8)(fE+mm) 29.0+2.3 70
B 1(=3758) 28.0+2.3 15.9+1.3 12.0+1.3 71
B 7(28-34 58) 33.0£33.0 19.1+15.6 11.048.3 68
B # 14(28-34 58) 44.9+86.4 34.2+74.7 14.1+14.0 68
B 28(28-34 5B) 44.6+17.7 32.8+14.5 13.2+19.7 68
IEHAER
B 1 25.9+2.7 72
B 1 31.2+2.5 69
B 1(fE=m) 22.4+0.8 70
B 1(fE=m) 25.2+2.2 14.6+1.5 10.7+1.5 71
B 1 36.4+10.8 20.1+6.7 16.345.7 73
B 2-7 25.2+4.1 14.9+3.0 10.3+3.7 73
H#5 8-20 36.7+10.5 27.6+9.7 9.2+3.2 73
B# 29-1 &% 47.617.7 35.546.5 12.0+3.1 73
A (E) 61.5+10.7 43.847.3 17.7¢7.5 73
A (%) 46.1+9.3 34.2+7.1 12.045.2 73
53] 17.4+1.3 72
EEMBH Mo (umolil) wBhiL=—F> FEL% (umol/L) BhIL=F>
E#®1H 27.2+1.2 E%1H8 66.1+5.7 75
E#%3H 28.6+1.2 E#%3H8 54.1+1.9
E#%o6H 31.4+15 FE#ko6H 46.8+4.6
E#%21H 38.8+3.0
E#% 4050 B 38.3+1.7 E#% 4050 B 21.3+3.0

AP oORI NV =F 56 &%, E% 3 T F TlE 62.9(56.0-69.8) umol/L 7273, PEF% 40-50
AEFICIE 35.241.3 umol/L £ TIR T4 %, 3 72b bEZREIIRAF Vv =F E0 & E THE
FrESn o, WILENLET 2MEICIZTOEERIMET 2™, —J . EHEmO MRy
= F I PEE R IIIEAE (27.2£1.2 umol/L) T 5723, pE% 3 H[H 6 (38.843.0 umol/L)
IFPERTMEAME £ CEAT 2, 2O OMKT 2BRITAMRO B CFEERIC L 5 LHEHlS
nTns (& 4) 7,

5 WIWVZFUORZEDZHE

EBROERBIE T, U FOXREE DRI TND L) e —kED L =F U REZRES L
OV AR B SRANNE | B JEME D “WRIME D V= F L R ZIEN DI D B % B+ 5 I,
LLFICRERT 2 L 978, HA=F U REFEIC L RONDEHRIER - BRRMSECEZ L, 2
U B & 5 X AL A RO MR AT, T4 ™ RS 72 & — R BRIR AR A 21T 72\ V2
THNENRS D B2 Fi BN =F U REENEDNDEBN K LT —EDEIENRS 503,
BeEY A 2 ) U 7B K DMV =F 2 2 SRR ARSI CHIER AR L o7, A
BITFERIERICN 2 CEBOBEEEZ b e CE=4— 5T 52 LN TEX L L BbR 5,

51 XREH

SR R EERE . L7 e RS (TADLARE, RBEEBEE . MR TiliE
DEFE R E) BRI L0 ERREITC MLIREIT IR & 52 1T T % 3 | Fanconi SERIE B
R UERYE  (continuous renal replacement therapy: CRRT) %5217 T\ 5 A, G R,
SEFRARSEEE (total parenteral nutrition: TPN) & 2 W T —E8D4EFLT LA U BrEFHRE L7
CICLDRBESNTVWABEE, ERFUIVEEAEPIREER GRS fiNAAKRERE (7
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TFFRA TN THA 7V CRA TAFEHIT Y A ASERE ., T OMEp
DA a7 =R 2R {LE  (amyotrophic lateral sclerosis: ALS) R 7 E Rk AR R
B wEOHEER (), REARRERS, i, mERR, KRBEERE, 45,
BB BOME, AR, L, RBERESCRFNAREND IV =F V REZBEDIS
BE, HBONVEIN=F U RZEEZFIET D REEDEWEZ 2 LD B,

5.2 BRIRIEIR - BRER#ERIR

NN =F o RZIEBFEDON D FRIEIR « BRREER H D, HDVITHEICHY . TOMo
ARG E SN D56, BONDBRIER L LT, E#MbEE. T, HERIRIK
T BAET c BEO IR GIRY - BEOHER, BBUHRARE, ME, 2208 - B TH %
SNDIENM:, SHENEM:, FiE - EEREEORIE, REHEMAR, R OSRE ., DEXR - O
iE « DHEREIR T I JORARIE (H 2 WITT DOFIKEEE) . FAEME Reye BRIERE 2 & TH D,

53 —IREGKBREMR

AN =F L REZFED DN D — KRB ATT LA L, TOMOfRZRFERAEESND
B, TN ABERBREFR L LISy b oMb, REET v F—v 2, &7 %=
7 ISE, FHERERE (AST ° ALT @ E5) I XL ORI, Mg # A 5547 %% (pH, HCOs',
BE). EMEHET (Na, K. Ca. CI), /BFRIEHIEORAMR ETH D,

O DOEEARIER « BRRE R L O fREER BT R & v =F 2 2 Syt e & &
Wo, INV=F U RZIEOZKOTLEZ RS (B 5)

NIV=FURZIEDZEDRN

HDIL=F 20 ERE

!/ MPHI=F25ERE | kBB EELIBS
v ERERER - BREREUE v ERERAEAK - BR R %
= 3 jod I % =13
v —RERIRRER v —RERRREMR
AR

¥

TANZFUORZEIHANMEITHIL=FUORZEN
RETHREMNBULVIRAE | L2HT S

5 NILZFURZEDZHDRN

AN=F TN H DR F—RE LT L O~ O OP TERERBERELZFF > TV 5,
Z DTz SRR D0 BIIET b RIS, &7 > =7 M, Reye BRAEMRE, < A3
F =R HIE 7R E DB IREEAIEIR - BRI L O — KR RA T R0 615 Z L3
2008, ZNHIEIWTILERIERRIC A2 D O 8Ll - s L TR0 | BK LET 220
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MEHZ T2 > TL b,

b NI AR S WS RN O B =F o DAESRREDN AT THES D

— LR, —HTCIORIIT R X E L TRERGFENEWZ b H Y FHAERL
SHBENC NV =F V RZIEVDFIE LT W EEZ BN TWD, £/, IEVIREFI 2 Ui
LCWDIREE (AURIRE, A V2 d D WITME MG, RRFFE OEEB AR, Bn, iR &)
THRIE LTV, WERE LV =F R RZ LR TIL, REEHEBOI har R T7HRA~D
HRIEDME T L, ZORERBEALIC L D= R X —PEAEnRE S v, Mo e & LTH
L. FFERSC, DAE. FEIRZ EOLFEESC I AT =R Sl Shd, IREICY
NW=F U RZDH DIRETRE 70 SIS 25 & BT X A REBTLESCEREIR 2 E D Y
A7 R0 | EFEEA L BHER T B IBIEE OF A 2 & o T ICRIRICER A2 B LT
bT22endD, IHIT, ATP ORZITHEFEROBE AL TSI EEHE 7 ) a—F L&D
DI L 72 E O IERFICE G RS & 5| X 2T,
Flo, INV=F U DBEREEIN=F VREDNT VA (RAFAZTR) BRELAND
EHN=FURZIEERBIET HN, LELIND I NV=F o OGEIL, 45, B, ik
DOBEALRECIHRE & 2 oMk (R b LA ZEE LI, IRE LiER)) 55, 2 < OER TR
D—HHIRETHZEITHE LY, 2, NI NV=F U RZIEIC K B B D EERAE
W BARMEO RS EREMAREIL, thoRR - HFETHLRDOLNDLZENH LD,
DR NG E S NG D 0RETT DR ERH 5, T OERRIER « BREEE, B8 XK
AR X, BEERFIZNES TH LD, Bl o b TR Tthy, 5
WEEEOHEER &) OGEDO X I, BloE Y OEETH MK TS b oAb
RECKDZILKWEEERH D Z LITFICHEEDRLETH D,

54 MAPAILZ=ZFUBRE

ML =F UREICOW TR A 2 FER S D, B RNEERFEIEOHAER AT ) —=
TRV OMEEZMNCB W TIX, EERERNICERET 27 Vv =F L ORE L EENPY
BETHY, FoTAIAGHINC L DT VAN =F o Ta 7 o — SR EATH D, T
DSMT T < 13Bk&2 2 BRI 7R3 BR % - ERH ST & 7203, 2D 0% I3 E %
FHIUNLIR S 72N 2 ERRIEDER S LR 7 IS T 5 7 EHEMECHE CIIAR CIXLA &
ALTWVRYY, T 2Tl 1990 A0 b ARH CERAR MR AL 52 FEMEBE © & BH S 4L TRk % 72 ER IR
ZERL BRI DN CEZBERE YA 7 ) v 7B K Bl v =F 2 2 S5 IOV T
WD, ARAITEHTEE, BAE LS EERE OBKMREOIM A 7V =F 2 2 55 E OFHHS
BT A AiEE OB EOBET 21TV, 2014 45 2 H 26 BICESM 2 ES S & L TK
AN BERSHA 4 2 28 [T-Carnitine 33K A 7 2] BL O [F-Carnitine 33K
A A]), Fio, 201842 4 1 HEL W REZE L L CHIERRETH D, M NV=F> 2%
ER A OFEE 2 D NTHERICH T 2 EEFHAER 5. & 6185, WL=F U BEAN
HRZTHFTRD LD MKIERCRAEI LIIZE THDHT-D, VAT OEWEE TIE
NE=F U RESIEESN, PNV =F REAZET D ENEETHD,

otk S RGBS e (GF 388 0)) adrwasarl (FER #-1-2 30. 1.31)
RSN 32 W FH 122 3R AL L2 B 30 2 PRl TR 8 X 45 S OMPR IR R 2 0
http://www.mhlw.qgo.jp/file/05-Shingikai-12404000-Hokenkyoku-lryouka/0000192798.pdf
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http://www.mhlw.go.jp/file/05-Shingikai-12404000-Hokenkyoku-Iryouka/0000192798.pdf

£ 5 MPAIL=ZFL2REEREDIELE

HR5E4 JBIE A& FAERB /M
e o L MR OBHIL=F L DRE
T-Carnitine 582 h4//X BRYA)T % L= F 2R S e O B I 22
o o 3% X ($ M b DA L= F> DRIE
F-Carnitine & Hh4/X BRYA)T % R

1. FREF BRII0ITRICKYRELGESICEET %,

2. ERUERBEBEOLHEN X IEERRRO-HOICERT H5EE. AIC1TEERELLTEET %,
3. BREBEEEE IRGEXBEEEERIICRITVSHOANOT—, HEMIERIRBILESE LI
MNEDEE. ALIELLZARARGRIVIZERLTOS/NEDBRE. /ILTOBEF D LREIREHD
B Fanconi FEMRBEDEEXIIBUMIBHOEZICEITEINIL=FORZEDZEMHBELIIZBER
BORHICEFET2HEE. 6N AICTEERELLTEET S,

4. B—RIKIZONT, ARELDOI0 FHIH 8 ARURBMERERE ZHETTEEE. £25%

DDOHEFET D,
5 AREDEMRICYU->TIE. BREEODEOI2ERICEHTIIEHEETT I,

L

xR 6 MPAIL_FU2HEREICHEITSIEESEIE

HN=F 2 2 B ORIERIL, L- v =F N, hv=F 5Tt KkarJ—+ (CDH) B
FOB-FA=aF o T IRT7T=0 VX7 LAF R (Thio-NAD+) 12 80 RSty IZ
fbsiv, Te Ra L =F v BLUB-FA=aF T I KT T= VX7 LAF RigEnhl
(Thio-NADH) 24k &b, ZOT b Fr ALV =F NI COHBLUB-=aF 7T I K77
=X 7 LAF R (NADH) OfFE T T, L-ANV=F U BLUB-=a2F 7 I KT
T VX7 VAT R (NAD+) BAER IS, BT OWERED V=5 v REIX
Thio-NADH DAz sl FE |2 L9~ 5 72 8 . Thio-NADH OB L B2 HlE+T 5 Z L ic kv,
BT N = F YR A RO HEEREY A 2 ) L ZETH D, AN =F U EEL. BiEh o
TININ=F T VIV HNV=F AT T7—% (ACE) OIEHTL-IV=F 24K S
B, RO L DI L =F REL L TRV =F VBEZRDS (B 6 B LW
7). HrTF A RIEL S RERMEE O, BELEHRER 7105,

Thio-NAD' M Thio-NADH + H*

L-An=F TeEFQAILZF

NAD' M NADH + H'

CDH

6 WEEAHIL=F AIERE
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ACE
PUILHILZF 2 + HO ——— L-hIL=F > + ESRHBS

Thio-NAD' CDH Thio-NADH + H'

L-hiL=+_ FeEFOQhIL=ZF -

NAD' M NADH + H'

CDH

7 #BAHIL=FBIERE

xR 7 HILZFU2HEAERENDSERLERE

mERPDHIL=FUREE
wh=—F> 45-91 umol/L
WEEhIL=—F> 36-74 u mol/L
TUIWAIL=F> 6-23 ¢ mol/L

AN =F U REZIEE, AR L7 L 51, THEEROEMES IR T O DV =F AREN, %
ligiss O IE i RERE 2 T AR B 72 O DR FE I 7= 72V IREE ) L EESND, I =F L DIEFHK
BE L L. JENERER (L. TCA VA 7 NIp Ex X — (G, JRFEVA 7 072 EOREH, 7v
CoA/CoA DLELHFRET, AFREHT VNV EOKRN~OPR E 2SI LTS, ZZThN=
ForOMmIEREEL, EENOIL=F T =L (FICI bar FIT7) O —ETLA
7RV, A 7R AR D 7 — v &R 7 — v ORITTI, FERIZ R BRI AN LTV B,
L7, M OWEE I N =F L BESST SV L =F IEEIL, R T Ol L=
FUREST VNV N=F VRERZRET D Z EIZE 0 FlRGE Z RV TH D RREHEE
T& 5, £7MfEkDT /v CoAICOA L= A RET HITIFAEMRNME L 2V | BEEFRIZBW
TIXRETH DN, ZUZHOWTH, MHFOT v v=F ERE Vv =F e TR
HAT2Z2RTEHEEZLNTND,

TN =F UBMENN G RZ T HETRD DD ERIERCREN XS E TH LD, B
N=FVRZEZV A BDHRETIIAN=F U RZIESB R, MOV =F RBEZNET S
ZENEETHD, £, B 58 LIZBKRIERSIT 2R LTcHEa. 20 OIKRRAE L
NEF72CTHESCIAT I WER D D, EEOBEKRIETIE., £< 0 RRHBRFRESLTD
D —PRNED NV =F  RZIE & OERIZWZ1T 9 72D OB 72 A LR A O RERTI AR
RNZ ENZ, DNV=F U RZIECIENIER & 5 WDITARER G R, I har RU 7 RE
FENEEDON - CTH LV =F A6 Gl 1 30-100 mg/kg) ZBHAA L. #lzB S = L
i L/l/ N 11,18)D

8T AN =F 2 fpEIEEE WV =F  RZIEDZKEL RT,
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8 MHNIL=FU2HREREZRAVEDILZFUORZEDDHE

APV =F 22 i EEEZ OV TRZET 5256, UTORICEET %,

A A v =F PR BT - MERI - BRIREENC L 0 EE A A B, BEHEEII)R D
OWENR D D, ARFEE I V=T > 2 S ERRAEO FEAEE 2 PO W - 159
EEHHT 2,

1. FRBEEfE A v =52 (free carnitine: FC) %3 <<20 umol/L, & %V X >74 umol/L D3
G AN=F AEROLEFE DD D RN L,

7 v v=F> (acylcarnitine: AC) =20 umol/L D& LI LR E TH D,
B ZOEA, TN =F i v=F 2 (ACIFC) 73>0.4 OEFA TR
Th 2 (ZiL% Carnitine insufficiency & FESS, IEF1E£=0.25) . < O kD=
FURZEICBNTROOND, I bar RYTRHICEEL-EEOEmWT VL
CoAIZ LA 5 721 DMEREA L =F L IdAR R L TV D MBI RZIZ K Y ACIFC 23 mifiE
L7xh, HERELIZT 2L CoA OFMEIZ LY flix OGERE - RE@FEENEZY, £
EEAMERERERURMRABE

EEE RS SR F (RREH - m%FEH - CRRT-FanconifE EH L)

BRUBERE - TPN-ZULF—SIWIGETRBEEEShTS8E
ALTOBRBABE (TANA-BEH-BARFHBELL)

EEOSmEALEGE)

EXUESEREERNEERS

REFRE SHE EEABULTCERRE HRENMETLTLARE
TOANARERMEE ISEYANFOREZEERDNIBE

e =ForEnEs|
~ ~ 2N -~
o & - T

FC= 20umok/L FC; 20~ 36umoleL FC: 36~ T4pmole/L FC>T4pmole/L

l % r._a:.a::csw Il l

P ZF o RZEE M. EHRET D ‘E a2 BT
LA ZF o MNED1R o] pEfE AT AL, &2, WM AR

BREREI X HharEsals
I ZFDWICE =

SEMESN-EMT S || BEER SRR l

(Bt L b SR L EE LI B EE L T MREES |

O BREA=FoRE AC FOADN=F X, CART: contineous renal replacenent tharasy (SREHC ST, TAN. total parentersl natriven BN ER

Dff7ED T OWEHE T v =F DML EMEAIZIL FC IR TF L, ZREI Vv =F
RZREZFIET D,

N =F IR ZIEITIEREGE - SRR TH > TH ZEIEOHAR - FEE « e - IR - 1%
LWESE) R & )L X —FE R K LZBRICRMICRIET 25808320V, 2055,
M DN =F 2 2 BERGESLT VI N=F 0T 4 — S5 (2 F A< A5y
Br) D2WNCE R TH D IBHREIEOTE L 725,

TV =F v DREBTEAH A 72 ERRRIZ AT L TR Y I 7 — 38 0.6% & Ebi
TW5, FMEROMIEIE S RER ST, IV=F U RZIETH->TH I
WEEA N =F OV PME T LTV, 0 EEETHIHA b HRE ST D (I
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AA - PR RFE . BRBUTRUARIE, B OFHREERE 2115 REARIRER L) .

® EERAEIR « BRSO “ERREEE - PV AY R CDIIE” | BREREEREE O «
TR TIMIE R, ANV =F U REZIELSNOIFER - JHEETHRIEL 5 5,
DA, MV =F 2 2 FWEE, 7oA hv=F 77 4—LEf (X5
L~ ZG3HT) MO L2 ED DR ERINI I N =F U RZIFEDZWI 21T 9,

@D HIN=FrOMFICEHLTIZ., LRI AL=F VHERLCHRTEHAE (S F—58) &2
EBRarH L CTHWD Z &, o, 1R/ BELRSGEIE. BB LRIV
=FURIFNEFER L, B =F U RZ U A7 PEWEAITHERICL o =F o fl
AL BERMENE (I3 —R/) R EEEH L, KZIREIZHO 2L 9 FEET 59,

®  TERIRIEIR - BRIRMEME) | T—MRERRBRAETT A TR oA RSATE . mf
NNV=F R EEMHFZTIC, NREOZED 217528501525 (oL xi3aM
JRAEFEAE RO MAE 72 &)

(v T

TR R FIELAN TR Z DI N =F U RZIEICOWTE, INA=F U RZIEE AL
T, BEEMERAEEL THO TRMHL ZERnb 5, BEORE, FIKER, & lo
B, BE LTV AER AN ER LIV =F U REEEARI LI DD THIEAIC
X, WIZHN=F  RZIEOAIREMEZ SHICE S XX Th D,

55 HILZFUHREODE=ZULY

IN=F R 545 & FRRICK0EWNIDH S, AT Eofd L =F Al
EHFZ, L, p=F oA SIS ETHRARIETHY . IL=F L RKZDY
A7 P& HEE T, BRARIEIR - AR, BRRN, F5 - KR S4B E L TRZRE
W CTo ke 2 i N ETHhH D, ks, h=F  BAOBE R IT, BikoT=41
YA, BEOAN=F U RZIEFRDO Y AT 72 RGN IR LEEICITY Z &Y
FLW, BRETIIIN=F o B GROE=2 ) o 72T 5 HEIZRENTHY . 5% D
MREFRETH 5,
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6 HILZTFURZEDEZREDHE

TN =F L REFEDFEFIT WA TR CR O T v =F PREEN . AR IER 72
REZ B 7 O DESRE 2l SRR L EXONTWD™,  TIEF 2 L. g
Wil b /e & = 3L X — 3, IRFEV A 7 L7 EORGE, 7 20 CoAllERfE CoA O LLRFRE!,
FEREHET VNIEOEN~OYM L 28 LT g 2870 3 b b ORSERRD I -
I R THN~OERLHZERT D VEOPE & O ABRIBERE 2 K > TV D D L =7
> OfaktRZ (Carnitine deficiency) &, @I k=2 RUTNO T 2L CoA EHEIZ L S HE%f
B =F o kZ (Z Off&% Carnitine insufficiency & FE5) | D oD Hip 5 AKEHERE
75) % 72 D . L/ﬂi L&i: 0):075‘/&:@?5 18,21,25,26,75,79,80,81,82,83,84,85,86) . *Ykﬁﬁﬂ/:"f‘/ﬁtéﬁ
<2 Fanconi JEMERE TIXON E/R2RIEA B = AL T, PV =F > T hv=F
BIOBRIN=F o OMPAN=F 0 2 5T X THRBEEITIRTT 5, ZnLSbo kD
N=F U RZIETIE, EIZQDA I = AL TERE LT 2/ CoA KT L THXIIZIEEE A v
SFUNRRREL, Bkx RIERSOWRENIET D, AT A ANV=F AMEREEE 2D T
VAN =T U EBEI V=T DR EEE 72D (>04) , X DITIRRENHETe & ifn ok
=T TR T T DB v =F > RZAES Fanconi SEERED L 5 ITHREE DK T 13/ ©
bD, ZO%E. AEFERT TV CoA BREICEM LAl BRI Ol v =F
VRO TH, DIV=F U RTENRIET L2 ENH D, bbb, il =7 Oifxt
HZEDOHORRBEROTIZRNE NS P UL, 4 F CORKRBROEREND ., DL
=T UPRE<20umol/L, TNV IIN=T U HERE V=T > 04 1T S DNCERERH Y |
ELICFRZERT D 2 L BBE L b T2 196679808283848788)

TV =F I RZIEE, DARNEE QKRG L, OB TOAMET L TWDH5, Of A
DOHIRBLTH, MR THETLTWDEHEM @I HMRIEL THY —EDMHMDRNG
D (R ICHBEENTE NP0 HIETIEENS DL X KRV =F o RZJE
TholoZEZbNTWD, o, IEFOBMGTFHAEOERIZL D, R RFIESZ O
ORI LY BV =F U REFEE G| & T A B =X LOIEHCH E S DL B
FENEATEBY, IV=F 2 7 AK—%— (OCTN2) DOEBHEFIZ IV HEMHae
BIRAE COAN=F OV IABPMET T H7OITHIET D5 —REITNLV=F V RZIE L,
Z OO T CTRIET 2 “WIEH L =F U RZFEICKE S ST B 030798081019299)
TR N=F U RZIEEL, EOFKGRICE Y, BRREEFIEICELD LD, BRMEFN
FFCE b0, EFREOFKICE S bOICKBEND, HERRHBEFICLD b, H
BRI % . PRI s, R Fa v RUTEREER RS, L, BARe, IR
RRFRE, B TPN G R EHRRNEZOREICEID2ERICE S b0, HDEWIEEHO
MEENT. 3 FLCTADARIO VT alg, ERFIVESHEIREIE R L) ICLHEREME
(iatrogenic) DERIC LA LR LICHEEND (KR 8)
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R 8 BMARBICLBDNIL=FUORZEDHEE

—REDIN=FUORZEE

AINVN=FFSVR
R—a—BEE

EEMHAIN=ZFUORZE. BRAEOC/NGERMEYL EDMEE
ICRETAHIL=F S RKR—E— (OCTN2) DEIGRIHEE
REHBDWVEETIZES

ZREDWWV=FIRZ

fE

FERREHEREIS
£5HD

AHMBABERE : JREAVEBME. AFILIAVEME. «
YEERMAE. AFILIAMZILTYDURE. EFOFIA
FILTILZIIEME., EE8HILKRITLS—EREE. B 7 +F
AS5—BREE. JILRAIEBMEIER, AFIILYIILE O VEEK
fiE [ BUg L

TERAEEEE BB : VL2 LBAIMGE T &, 1BREE7 <)L CoA BiiK
SRERRIEIE. SHERRRIGME. 7 V)L CoA KFRBHRR
BE., DIL=ZFUNILI RIS VR T 25— | RIESE.
ANZFOoTFIVIIALZF U IS VROD—ERIBELE

Fanconi SERH#Z &0t SRHMERME : 7O o mifE 1 8.
Fanconi-Bickel E{%&. A F/ —L R, Lowe fEREH E

SFraVRYTERERE: FREESKRI~VOEEELE

BXHEFHEHIC
£5HD

EEFOFL  FEZE., EUHEEE. BEQOREAERERG L

EROREY - ROTLFHIREE (TPN), XETR. BELERE
FEE. REO—HOFIT7 LILY URERAR M ZLEMSER,
ALZFUoDHEDLTNWKELAIXSHREBERE, BER
RIEEE. EEDEBEELEDERBMTHAEREETRE)

WINDIET : EHEREREE. €7 v IK. 70—k, BREER
HEER L

ENFEOETHEBDEX : iITiRS LU T O L. BED
BAER., FENATOHEREFE., WIL=FUORZEODBED
FiE, ROES L UCRMEES 3 vy, TAXEBEFELE

BEDEX : Fanconi fEIRE. BERMEET7 L F—2 X REKE

fiE
e

ER (iatrogenic)
HREATHZSHHD

BFREEEL  MASH. BESES. EREREHEE (CRRT) &

EHIMYE  TANAR UNLTOBE, 7/ /NILEA—)L, Tz
ZkA2, AUNRIEEY) . HEE (ERFVILEEETS
ARS YT, BSUBLRAEE. TAFY, RALTF7 VT
DU) . BAE (TSFFEE 7o RSHA0 ) UEE
FILXIERILZE) . BRTRER (TEANRIY) ( 44>
FrUoRIBEEHR (F=D 2, RF/82)L) | AIDS JBEH (P
RIONGE, REFBFT )DL (REFYAVILEBED
B7 VEZTIEAREIZANS)

(3Cik 35,39,79,80,81,91,92,93, 72 £ L v 5|k Z)

SFTHRARNTERLLIIC, WIV=F AIMARERTIIRVN, e RRETRZT5H L
HEREEAIERS QOL DR ERIK F AL, 2D & 5 ITWBIIMFUREL TILR OB NEX
275 L ERREERMMEZ 95 2 & 2> 5 “conditionally essential nutrient” & FE{XAL TV 5
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D, FHREOBFIILHALEETH LN, FNE L BICINV=F U REEDOFEL DI L
THEE U THN=F Rl FEREEAT O LER S B Y, FRHCHE RS BT v =
F U OEBIERHIIIRONTWDEZ L, IV =F U DAEBRRENRBIZETHDLZ LB
N=F URZIEICKE Y 0T, B REHEFEE, AL 0= FRINEE, 1=
FrEEERVRERBESLTPN ICLORBEHRETCOIN=F URRZ LIEEZAIL, UA
SV ARG - FEE - AR - TR - JRYYE 7 E O = RV X —FEORIL IR DM 5 T2 A T,
&4 b oAMERIMBERER CEER NN =F o RSELIE R Z LTV 9, KRR ER
B e REIRIIEED B LI LV FEA IS ATP Z W TR AES 7 N ARPEAEDME T
LINHTHD, THHOFAERSHNNE, BRERELITo TV D EELHEERE 72 L3,
BRCEERIN=F VU REEZR I LLOTWI & &2 H0BfE L CPIoBEIcH -5 & T
b5, £l INV=F L OEERITEICHIBE B CTH Y . 2@ BE R TIIAA K
DD L =F o REFERL D Logu 042989 kiR 0Tz 2 & OB A Fi o 72
. PR EERE . PIDSAAINEEEZ T COWAHBRERETH IV =F U RZIEICKT
HIEBNPVLETH D,

B THNV=F U REIE] . DT [V =F V RZIENFEIET D Al RENED 6D T E
WRETH D) LW SNHA, VALV =F VRIRIZEET D (WA =F UHiFERE L
5) o IN=F UHREEOERIT. RSBV OERKCH EHIN=F LV E2MET S
P CiEil, BRELEEEER ST 20 CoA DT VN EEZITRY 7oL =F o &
LT bz RU TS, Mifash, AMCHE L. FEx OREHI LB CoA 7 — /L A ffEFT
THZLETHD,

WEANZ CENZNORENE & v =F R FPIEIZOW TR 203, BRI s | Sk &
EHBENTZ0,

7 BREIZCETBA3DIL=F UORZIEDE & AE

71 —XMEANZ=ZFUORZHE

UMD N =F U REFETEFVEDI N =F V REFEIR E E BRI NDEBEDO I NV =F
REIETH D, MIRBEIZRET D2 V=F > F 7 AR —4%— (OCTN2) DHEREIR FIZ XV,
TV =F 2 DRI S OWRIL, B RS 25 ORI, fhfiia7e & ~OBY AR B AR A5y & 72
DNV =F VINRZT 5D, TOFEE ATP FEAICME 2 R HEIENIRAGH A EEIND,
BRAEIR & U Cid, FLsh R 22SRIEIEGERE (SIDS) P4 b o MHRIMHFAE , DFIE/R ETH Y |
M D N=F 2 FERE T, EEILV=F > T =F BN =FDMH
BV =F Gy T O AR D TR 27759749,

OCTN2 % =1— R385 SLC22A5 DTG T I/ FEiE LA 1 5 28 B ZBIRE A C 138
i 5 L MESNTVE D, XU FhAw AR ) —= 0 7 ORI OFEE TITH 26 A
W21 NDOFRBECTH o725, KR TIT O R EFE OMHT T3 4 5 A2 1 ADOAFRE
EHEESNTHY ¥ AR AR Y —=0 Z TREEA TV D ATREESERM ST 5,
FDL, BEMIN=F U RZIEITFER~Y A A7 ) —= 0 ZTCIX IR ERIREIZ > TE
D, HIBERIZE » TUTRBHEBIZED TR, Lo T, BHEEEERICB W TRZKHOL
YD N =F U REIEBREDIFEL TS RN S 5,

LN RN XM O RERA R B E & A U < | YA 2 228512 Reye BRIEBERE CHRIET
DT ENZ, FEMDBEICIINVRT., OE, NEIRZ A RIS SN Z L h
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5o IBRTIILVARIN =T U ORERENAENTHY, RHRANEERERTH D, H
1T A ARG R 2ASRETH ER~ AR TV —= o TR GIEBEZIEN A RF A - 2015]
Wnmoz b,

72 HRRRBEBEICEDDD (—REHILZF U RZHELUN)

1973 412 Engel BT L > THN=F U RZFENHE SN TLSR Y, flix OFBEERHIF
fiE, TEMIBAREEFIEICBWNT, REBICEHELIETHREYW E IV =F BT Vv =F
CORTHEND Z LTk BN =F U RZIENSERESNTEBY, TOAMH L 184
BT D HN=F UHEIZONTEL OMERH 5, BRI B ARG KRB ER T ZRmED[H
R~ AR ) == TRABIRBEBIRT A R T4 > 2015] RFITFESN 9, 2 Z il 2 o
BILICELLEHINTWD, LERS> T, ENODOHERBIZK DNV =F V REZIEOZW -
RIFRICBA L TIL, ZOBEHTA RIA VTR L TWTEE T2, Z 0T A= AR EI
L EBRLOMEZHRIC, BEOREICAEDE TG EZME O oMbl L =F
BEST INANV=FT VREZE=X ) 7T 55513, RZWHEH - fi#t Tl EiF7-im
HHN=F 2 2 EREEEHTE 5,

FIEZDBIFETA RTA ANTHHORWERRBERFIER EITBNT, IV=FRZD
BEW B DEAE, AW - 16HREE 2018 B BT LN, FEBOHEME L1 Lan
LW - IBEAETTOLIRETH D,

7.3 HHEZ - FT2ICETEDILZFUORZE

1977 4R\ IR % 1 o 1o RIS B3 C i P -ORLk 0 1 L = T AR TS ST LIk,
JFEZE S WL =F o RZIELRBR ZTHEE L SNE®, 2%, < OBFRICE Y, IFEESR
FTELT L HMPEESI L =F O I, BRCEFEHEL Y BEWEELH L Z 0D
Do T 7= 2 JFMIAAIEE S, SN O D L =F o R PRMIKR T — I TL b
7O EBEZBNTND, HARANFEZERE 70 4 235402 UMby Cid, s =2
JEEEIE53.242.6 umol/ll & IEEIKTH -7=%), L7728 o THRAZ RIT AR AE R <t A L
=FURENDIIRZIEOZENIRE CH O | BRARIER - BRRMEE, —BERRAT D
DOBWHHED &5 215720, L « FRERICL D IV =F U REZFEF IV =F  DEAK
BT LRBENOOERIETOEAERICEVETL L EZ RTINS P09 F7= KT
31T 2 RS BB DK 40-70%1TH L a_=7 2 40F L TV 5 720100 P AT AR 2B 1,
RSB #Ah. X hay RU T LB W TR I L =F  RZIRREIZf-> TV D &5
ZBREAT I LERD D,

FFlgC BT, B, TR, 77 2 v AEAKR. REVA 7ML BT =
T OB XX Ry R T SOMIBE Ok 2 2 S EHEIEE L T D, 2D OFFIED
RFRDOLIEI b2y R TOZINAF—RFUKF L TBY, IL=F L RZIZLY 2
Fay RU THEEDNIHI SN D & o R VF—REAERA T3 L7220 | F 7T BB 2 s
CoA 7' — LD LER L= 7 2 /v CoA ORI EZ: Xl L v . IBMGAT, milifiE, (K7 v
T UMERE T B =T MAER ENRIE LT RD EB X LN TV D, FrICHIRIZRTE
TDRBYA T MIT V=T 10T RBICEWT DB TR 3D TOATP 24 E LT 5
FEFIZZINF =2 BT HRHRTH D, TROBIFHEZEIZIR S T Reye BRIEMHE 2 & D
BT ST MR R F—RZOFREICHND &\ 7 5 BIOMI0I0) b i Z R 2L
DWFEREFED TNV /S IV Y RGBSR 1 OTEMEFBUZIL, JEE ORI L CREIZAERK T 5
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TEFIVCA ETNEIVBNOLERKENDN-TEF VI NVE I VENIEOAT 77 F
— L LTHAETHDHY, Kx 2ERIC L D I =F U REFEICBWCRE LGN L 7
F L CoA FEAEMET L, N-T2F AT NH I VBBEABKRTLTCLE Y, AFEEICRST D
IWEF U REIEICBWTE T BT MIEIT L RO LN D HERBREMEET ChH b, AL
BE OIERIESSE 7 =T MIEDIERICH IV =F Ui FRRENARITH D Z L N HRE S
TN DO RS R 25 50 LB WA E RBRIC T, LAV =F v OG0 E T v
=T MAE & EAEMEIE 2 ST 5 2 E I ST B B m L =F o mifRIER.
RN RE DT 3 X —RPRFE 2 UETH 2 L bR STV A, ERNTHIEFHR
HENRHTETWD Z L0 b, BARMER T2 [FEEZIRETA 7422015 (T4 2
BO 1 icbiy B oin, HHMEOIREICH L T=ET AL~ UL B T [ =F D
HGaEETSH) s Tns,

FINFHEEEE CISRBOONDIEED Z L HIKY ~D I IV=F HFREENRHRE ST
WA ENRTE & RBRIC T, L =T OBER 2t b Y O LR WET S
TENWEENTWS MO, EEO 2T 5 Y RBER AR O RER b . ISR ST EN
B RRMRFIEIC LD IN=F U REZIEICB O TH XL AONDBHFIERTH Y |
carnitine deficiency <° carnitine insufficiency (2 &2 5 ATP RZX°7 2 /L CoA IZ X A REHBHE 2R
BICHDEEZOND, WLV=F U fHEREE, Svas=7 « 7 LA L aikET 5 et
W B, FFREABRE DOV a =T IT5T 5 WA =F U FREOAIEICOWT, HE
THMEND D,

BENBAL=F UOAREEIORE - HE
HEZICH T 2HhIL—F ok

FFREZEIZHLTHIL = FoERBEEMIB T HICHIY. P HIL=_F U EZFAETLHL
FEFELLD, EAENEEHCPEENISETE. FELEEEEREF SHEINHIL=FOR
ZARBEIZHE > TULD AT REME (X B E TERLY, BREKIEIR -ERRRBUE O 7O E=T7E. ¥ /Lark=
T DEHEERENICHIERLIR 5T 5.

FFHERAE IR LTI, LARAILZ=F LT 750~1,500 mg/B (TILAILFY FFOEH 2 %
2135 3 TROKETEH(RAR) . BICE7VEZTIEEZHIBEX.3vAZBREL
1,500 mg/B DT EZE1TS. CUHIRYIZEIL TIX, 750~1,000 mg/B% 5 3 £=1E9 4GB
BB TR 595, 750 mg 1 58 &Y 1,000 mg 5 BBV TERDEEEASL, E
B 55BN A ETIYEERDNBRELF-EDHRENHD 10, FFEKEICHLTHIL=FY
FEIRNIR S LIEFHREEH LD, A2 - HBEFZFICEALTIHIINTEST .. B3
LEHSRDOBRINBETH D,

74 BEREIZHESHDIL=FUORZIE

BHEER (CKD) EAIL=FURITE

AN DRGFHBFARSEF BN TL, WEREDOX X 7EBEHIRICE Y hr=F Dk
AERENHD L, IV=F COAEGHRPEE S0, BHEREREZICE 7> TEIE D
DHN=F PR ST D720, RIS & 2 VIR R OB L =F i3
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NG EEZ RS i S TR - 5 O NE ORI R SRS T, IR
S LTl AN L = F U MBI T o 72 E VWO ET R H 0 . A1k E DR SE N
FEELEZOND,

MIEBEHT-CHEEBNT 2 2 1 TV DRI ARET L. Bl To V=T EEKT, &%
FHEIC X ABIER T, BXOEIC L D R4 ICEIEPICRN T 27200V =F  RZIE
272009, FRICIRENTBE TiX, BATIC K > T A =F 03 FRE Sl o o lzskE
VE=F TR L. T U= F U NEIINT D T L NS Sy B e101a122123)
BIT, ARIFRPUICHEN SN AT O IV =F o FRICEST S =F U BB 5
AU Wiz, EELTT VIV =T U HEEI NV =F R EEE T 2 R,
—J. EREGENTEE T, MRS EE D i v =F HE T LAanE#ESh
TV, UL, HETIIREDEZZHDL00, RYET CIdh LV =F L RZMEIRD
ZERHBN TN AR F i NI TR, MEEHT « EBOET & b L =F K
2452 LR STV B,

723, BIIR Tl D AN BV =F > 2 Sy BER AR BE IS T T 9 0N ATRRIC e o 7o, 18
MHERPBHT 21T > T AR IZKI LT e A 1 BIZREICHIET 2 HENARETH D, HIE
REOREHFH E LT, MESEHTICR T 2 2WRHITSHRNCE 21T 2 . F 2 iikEHT -
CAAT RFIZ 1T A BRI M AT 9 FARLEE LV,

BT TR BRK, B LA B L ARLRIESUG DT, BIREE LR O AT 70 E iR
O TRIERRIRABIZ K 0 BT IR R A Ok % REEIRIER Z 2T 5, 215 ORFRIEIR DFEIEE
RIZZ R F23B5 L TWD EZ2 DD, FRCENTBERA OBHRIER (ZH 6k | )
TR T, MEOHERE) | R GO, (DIHAE, SRR T, AEEIR, EHT oK T,
ZeIRIEIR L) | =V An R T UARPIER ML EORIERIKN O — DIV =F R Z N5
LTS EBEZLNTWD, RADOBITREFIZBW T, Ir=F A OEGIZ I > T~
<~ N7 U v MEOUWERE A ORGP0 LR R S REF] O£ RERH R UGE
B EREE SN TV D, NEOEBEIT RS T, LA =F 52X 550 RE M
DOUEREMAR G EOWNIA 2o Tclzda —a v RO/NRIERENT T A K7 A4 T
FAE=A42E LORSA TS, —F5 T, /NEMEENT EH T 5 L-h o =F L #E
T, M NV=F > ER L Eblc~T s u ey R XY mEIR G B A e Th -
LOBENRDH LD, UELY, SBLBRFE LT KRS LEZLND, ZHLLDE
Mriz & 51 v =7 L RZ OJERIE dialysis-related carnitine deficiency & % \ X dialysis-related
carnitine disorder (DCD) EFEIN TRV, BHTEEITB T A DNV =F VR AT AZ RIS
WTORFFEREE Sy L = F U FRHRIC DV T DS < ORI #E SO g (F
f,ﬁ TE) @O)%L%UEH) 30,137,138,139, 140,141,142,143)O

KETIE 1999 4212 FDAIC L 0 BHTIRHISRT 5 0L =F L HEAOMAIVER S 1, =
Y R v ARG L & T OGRIEIC K LT O ARRT bR b, KEER
A 7> & BT BE DA V= F TR BT MR B T2, 2L, BOR TR
BARSRHEOWIE LTBBIAES L TS0, BH R E CORERMICR SN
DT EMNEL RIRETIE AV =F EHERAID D TEAliR 720 B E 0 A S <k
S>TWA,

AFRTIL 2011 4E 3 A DAV =F L RIFIOHIGIER £ TiE, BITRE KT 5L =F 1D
BEHATEIGAN TH Y . 2000 FFIZICY T U A hOAN=F o EHWTEER 65 DR TH
o - MEMBITIABG) - pb \ o/ MR D IEREEHTERE TN T, DB, DE, SRR L D
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AR S TIs 0 PO N ENT R ISV THIHI O DHREIR T OfRIE & Sh s
longitudinal strain rate 73t L 7= &\ 9 i 288 519,

WA, MRNES OGRSk 258, Se RO E, BUEZ: & o e B CB e
AL LEHIRIC 2 0 Fife B (continuous renal replacement therapy: CRRT) %47 -
TWA/NEEFICEBWTHL=F U RZME I > TVD 2 LB S, fix OFERIC
LB ARERET, IN=F U REIEIZHT DER EASBRORERDIMIERLETH S,

BEBMEEF BT O IN=F T 2 HEI TR INDIBRETH D, HADBBH®L
ELTWARFITBWTC, MEORINV=F v BIXOEBEI LV =F 3K T LTy, 8
FEIX87% TH VY < iinoTe, & LTIEA V=T & REINIRIIBIE 3 722 < | BiHgAE & BY
AR LN, F7-, BREBMEG O L =F #5115 delayed graft function (DGF) ¥
BHIZDOWT DT & MMEHEGERBRIC L 5 & &AL =F e h1d DGF TRk 2 2R 1x
RIS Te M, 3 ABOBEIKEIE M7, L0 d L9 RlERH 5, BB
DIN=F BRI L CUIRIERR Z LN E L AR LZEDDINERH D EEZZ B
Zals

REEREEEHDIL=FUORZIE

BETEO AL RN EFREERE E T & 5 Fanconi JEMERE CTIX. ARITITAIRME TR S
DWENIRPA~EBEICEL SN TLE S, U omE, ERBIE,. 1)UL, 7 RUERED
BRI EEICMZ T, IV =F  OFRNGHESN TN =F U RZIEEZRETHZ &
N i % 1571981993001 - panconi SEMERED AR, K& S RMEE B RN H V| ERMEDOF R
ELTIE, Lowe SEMERE, v AFUIRIE, X har FUTEEERERH T LD, Lowe JiE
ERED/NICH T DO DN =F o EIZL > T, MiEDV=F AEIE EH L2 & v ) #iis
B0 H 0 ARH NV =F VIJETH MR F 2 X =T 6ITIE, IL=F 2 (ZAHINLTF L ®)
30-120 me/ke/ B DFHFENHELESI N TN D, £, Bib T 5007 0 fRIC X 5 B IRMNE Dbk
TN =F o OFWRINFEEIT, % KM Fanconi SE[ERETd 0 $EHIM: & & % 5 2 162163164

SEMTHIL=FUoORREEZOAZE - AE

| B EBRTEDEE !
' MKBEHT 10-20me/ke/EEBITIR T HRIZEHE |
| RSB 10-20me/ke/ BADEORSRIAL. F—AE RGNS RS BERGHT S :
L (EEEREEICHLTIE OB EN LT EH I BBRNTIREETHD) :
| Fanconi fEE# 30-120me/ke/ B 05 E

75 REXBEEAVELRREICEBITAZREDIL=FORZIE

BEFRREERCESTD2DIL=FUORZE

HIV=F U B E RO REA, TPN, —O4ILT L5 v RERIH AL & TREY
MARBEHINTEEO, qinE - BRERRE - SRS R EORERNRBE, BE0ER
FERERECTHL=T U RZENRKIE LT WS, kg2 "V BERLOREY 525
NTVWDHASEICENTHE AL =F U RZD Y 27 RIS TN, 1 PR g
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DAN=F L DEEEP 35 E L TWRWANIETIE, ANV =F BT EE
ThO, FAERBRICAON =T U2 E5ERWINT E 5205 ERBITHINV=F U RZIEIT
% 2 LR ST % BBISARISTIBIONI0LILTR) | g g gk I L S | Ed,ﬂ;ﬁ@ﬁ%ﬁjéﬁ@ﬁ@/‘*
PR FMT 72 & CRMIM ORI Rk TR AL (Fp2k X L 27 ) RS TPNYRIE 21T 9 BRI
ﬁ/vg?/ki{h \—/EELZ”M‘%T&)%) éf U\bj’bfb\%) 41,171,172,173,174,175,176,177,178,179, 180,181, 182)O %
WM ORIGHRBIZE DIV =F V REFETRA THHE SN TH O J5HTFCITHERE R &
ERIETDHAEN L™, e =F RZIZX @Haﬂﬁ@%ﬁz%mrnﬁmm 7 A — A
SAENAER AR AN TTHE T 515150 UNRIZ B W T B BT 22 £ OIFHESEE R ORIENEE S h
Tb\5187)o

TRAGSHEHC TPN ~D W )V =F A FEIRIEDOHRE G RBICHOWTIL, BIED L ZATA4 R4
IR EIFFE LR, BUETIRS N TO D REFIRREANIZ N L =F /g EOMEREFR N
WINENTOARNWEDNREL | FOWER L LT’/’)‘ U A FIGERIGRE T2 OIREINT
WAIRREIIZT 5 B L =F » OFGRITEH 2-5mglkg & STV =721 =

MITEBR B C A WRKBEIROFEFTH Y, EBELFEER &) OHAIE, &6 Jlﬁl/z
DBEEOSINVT AR O BRI EARAIICER L TR EZRET 2 LERD S
OO0 v =F v RZAT K HARIEE & FREREREE 0 B Dtz TPNJEBINC, L AV =F v %
FNEN400mg/ A, 1g/H#HE L, WH & bUeE LR MNEFI BB ST a9

£ IBLUK 10 ICENORERER EICL DIV =F U REZIEDIEFIRE ., BRFEIIEE
F L, BHEORBFEROBRL CWDEAITIIINV =T URRRT D Z Eidb v,
R RBANAI I N =F U NEENTW W DO EH D, IV =F VIEEHORGRENE
W TN TND E I N=F U RZIZMDIERR B D, IV =F L EHRIGRER O LH
DEEFETIZ, IA=F UV MPRENMEZNL TS EORELH D, ZNLORE TIIHREGE
1%.0.8-6.5 mg/kg/day TV, IV =F L IEEGH ORNGRER D 2 RWIHEK G L T D EHE
TI%.5 mo/kg/day Rl DG 2 ki35 2 SIS X 0 I RESHERF S LD Z L HEl S D,
Fo. WN=F URZ EK LIHAITIE 20-30 mg/kg/day DRl FEERIES T E L T\ 5,
O LEEHE L LICRGEERD, ZO%OBEERECHLT L =F 2 2 SHERA R E»
LG EEZMETOILERD D,
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X9 FLENDRERBLGEIZLDIEELHIL-=F UORZEDESBE

il L=F> L=F
4 | #38 EREE BEERGE R g LT, nI =75 e
( ¢ mole/L) (mg/kg/day )
EEIEFASHE. & CK- & LDH IiE. 415 EER . J—— s
16 % % L GOT-GPT Bl LE/EILE VB - - (Wb hIL=F BN Ry EIRD. 1989
s EED 23%I{ET) I (XK194)
SLITLLX—CHERHTT LIV
R F—IYITEE, SIPIR, HEETIR, - :
0% _ | Eeumete | an mex mE~c=7 7ee- | ATASARASEEBHE iR o 100(500 mg/B1) FIERS . 1991
(B8 8) ERAGER PERIS 2. BB, SAIETEM (6052) EAF> 10mg/H (3Tk195)
- OE&H. BHBULA. HREET.
HE-EEUESE
#kD. 1992
P = (3CHk196)
3MA E:) RIEHAEKER FHEEREE - /& CK ME MCT 314 2mA 13.8 80 o
Ishida . 1994
(3XRk197)
Hrhi>, 2000
, . S L EVOEDY - _ (Xk198),
78 % x HRA, BiEME = g M e VA 2% 6MA 18—20.1 Tanska S, 2003
(i 183)
4~171hA HATEES. e, AEBNTE. = EXFUEELITAL=F -
(T80 ?é‘ FUL¥— | EEREAFURZES-RET FULE—REHILY e sl ARLERER %i;ﬁ e
A) WFTWANRFLS—E RIBIE) c - (BE52FH)
- . ] N EAFUELBITHE &#. 2009
3MA E: SLUTLLE SR B33 6052 3NA 0 iyl (i 169)
i > 3 MCT AL, AIL=F> ~
38 3| sxtsrr— S S 7 ALE M ILUA—LP 1 E2 A AEBELT HECERYE 5. 2009
(6 mg/dL). % FFA - (32#k200)
B5EFH)
5 - S)LT4—HP .
8 mA ] &gﬂ[i ﬁ ARER, . —}17_4MA_1 Y 838 ALZFoM39G0ng/H) | BAD, 2010
. EEDHAEREL. B - =2 EAF 1mg/ THE k
P ALPIRIBDSATE R S % . BT TLADSIL T 505 (C50H3.83 L= 1) AF2 1 g/ BAFE TR (Sc#k201)
aHREL. R DREREECHI3 A D& FAEES 250, W 2011
14 8% B BRL. HEROZ [P TPN (£ 6 M B ZTO®RBHHE Z0% 16 FTET #41 (2g/day) ﬁ){
RIEHLEE I=gYER) LU HIEGHT (Xmk202)
i 5 _ BEOEXEHEL., ZRTROBHOBI, - 450 mg/ B B, 2011
3 A ES FATLLE CKBLR. AST/LDH 88 £ 5 AHMAS BRI 67R—4 1A 1116 PRI TR RS (3x#k203)
BIE- THIE 200me/B. i
o .| mt-EmE- 25 OBN-EHEE, - _ - E4F> 1 me/B /MRS, 2012
8 M A L) HATLLF R RS2 SLEE. 2)LT4—HP 75 A 462, (C50H & {E) (O 05 me) (X#204)
EEBELIL LB TEREE
- BELERER- 200 mg/ B i
15 1@t RS IR B 7T T . B - . FIE S, 2014
% SOl s )L T4—HP 648 138 EXF> 1ng/B A
omA LR B, BHE Lo 25 45 TR (X #k205)
E7LIL¥—
e MEKROBABZEL, LY RERUAIL M{EHETILYE—ILOHD 20~30(400 mg/ ) B S, 2015
5 5 IR P REREFROH predee 4 269 LY 25 I TEREE (3x#4206)
= ~ LS — N | - ~EE 7'
x 10 HLRGETOHIN=FUORZIEICET 5 ERERKHE
. = . IEEEERRUBRS | DEEREOL=FURE
HRBE-BRHAE #l ERRBLGE oL 3] iy B
e EURELE (¢ mole/L)
ARARERILIBERTO 2~10 HhABHO Short bowel syndrome1 5l Protein losing gastroenteropathy1 i, ML2, ED-AC, 5V —RBRET4+—=25. 57 TROBEERERELLA. COLR 19.1~37.2 iAD. 1985
HRONN=ZFUORZETFAREEREER 5 Galactosemia (transient)3 5 RBED LOHV=FURZTIIREGETI (X;ﬁ}07)
ot Bdnh ot
FULF—SLOERIAR ERERIRBICEVAHERKE 880~2327g (R R{E 1089) DERKER. TI/BHAVEMADBLIETLLF—ZILY 2 BITRBLI-AIH. 2 BITHRECER FLILF—Z)LY 37~123 B (PRIE68) T Hayashi &
6 HRITLLF— BRET. EHL=FUmE. BELF 24ECO GiEBE N IL=F ) <20, EDEH yﬂm N
VigE IV=FUARFE(156~99me/ke/day ) TE (SCHk208)
8. EAFUIE05~5mg/day T
ABRFORMEERBENTHEROHDE BRERED 3T BADILEICHL=FUFEHEMREAF. — 8 LRTINLDBEICRETHDOHEF BUREE 22.1£ 115, ALSHEF 28.3+144. 78
H(BHOAROT4—17 6l ALS12 ) RUH BEBOHLBE HUANOAT—(FaozURE FEILE RIRER, 5 DBENHN=FUEARBEER (REE 10~ FRFAREE 309493 LIROEIEE 504+38
ERMOTVHREBEE L, RUENE SREMERE) 17 6, ALS12 HI 62.5mg/ ) EFER B#5#%. BREROELOCEZRE ISR BEIERE, B EH5. 2014
WAPBHOREYI4—BE T HIOAL=F> 44 BEROBVHERBEE 8O (/—FoVURE, BM/MRNEME. KRR EOWE>EH>1A FHDIAMAT A 17 Pich 14 I, ALST2 b 9 B, #iEK (zﬁx}oe)
REZEREERE EREE. ETHEREEFD) AL (916211 A 7942155 [@) BoHIR T PINEAELUT . REBLURD
BOBWMIOHEEHDBE HUAMOT—(Fadzo R FHREM. BHEEMAE B LIER (5.4£30 Hhi S5 3PlFNIL=FoEHRBERFER
Ryh—E)7 6l 7124 E/58) A

AR DB

BREFOIN=F 3G, RKIBREIIAS AT HIN=F > T U AR—F—ITL -
THEMICEVAEN D, LIER-T, BBOERIC LD KBS LI5a 7 & o iE
BEREOMD ) 7y 2Ry m— g 297 L OIS E R AR IS K OFEMRHEE 22 & o
FEETIE, WSO HNL=F L OWINIMEF L THA =T U REERRIE LTV, Fob
V= F URFERE DR LR OB T+ TRWEANH 5 7R EIEERLE TH M,

FRETBOET/HEEDIFXR

TR L OMRAL T OLVETII I N =F U PREIZHIT PITBIT T D120 R Z LT, 1
JEDARMAREIR, IN=F U RZIEDEBOTFE S, = A ZEEREDN=F » ORTEFAL T
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b DHREDODIRNEE TIIRZ LTV, BUIELCHUILENE S 2 v 7 72 S faigmk o &
FHTITHERI AN =F o RZICED I b B THERERE e EORHET 2/ 30,

BEOEBX

HIV=F L DR A AR S ZNTBOTERME I Dl s L =F > ORI T
HETHD, LIER->T, HERRMEREZ 2T 5 Fanconi JERHE, o AF U FRE, &
JRMET v K= A U DV RIS X7 REHESS Lowe JEMERE/R & T, IL=F R
WCREICRH L TANL S F U RSFEAR T2 & NG STy 5 199161161215216217218.219)
F Y DRJEER L OREEIBMERNKIE - D A - BF 2 0 IR TR BOKEAE, FrIHE
T D VAR EE R BOKE Tl OMBILRENRZT L2 N TEY, 1 ThH
NI =F R Z L FRERLUIIE O B A STy 5202022,

BREANGHV_FUORRREORE - RE

| ALSFUERELL TPN, BEREFAOBE

! CTPN DT FHER. FHROXBEELE)

' 2-5 mg/kg/B (T #EEFIZER)

L RBRBREAAOHT (GHEORERBICKIRBEELL)

| 5 mg/kg/B (EAXRMICHNEBEFIZFER)

E (EEB. L TaBFR) Y LGRBESUICERELSESR (B) (ERIELEEZSHE)

b o o o e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e e

76 MR- HRERUVBEARELHAL=F

R - R KOS RER L WL =F  OBHRIL,
(1) ZRMEIN=F L RZIEL
(2) IN=F o RZENLIEIRENRBEEE Lz, Lo F—REES) Th 5,

(1) MRS D M NV =F » RZIEIX,
O BE - WIHEREREE &R RIS D R
@ APHEDOTADAITHEI FLTADAR (Fiv7afip) N U o L) 12X 2 PEIHEE
& IRANE BT 5 AW PR
@  APRREME, IR EREICE O BV = F TR E
DEERIFKTH D,

O EEEFE FHER. AR BFHERNREEFITILLDONZL,

NN =F U RZIERIT, EEOEOK T LEEARBORE T, K300 Wiz, £
DFEFE, HEINLTV, BEMBREREEICE D WV =F 0 RZITARIREBIAE O W
BEEARE L LT, EEOHEER () R P RHAREREDO LD 5 TL 57229,
bHEbe, — BRI DN D MO REBHNEL, IV =F VBN S TUVZR)
77,

EX O TIX, BHLL I —RBZEAL TINV=F U RZDTFIHTE DT,
2014 FE T NV =F U E ARG R A Z AR HanE, IR, FRERERE, Y A b
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07 g —lp EAREBOREREN G5) 60 ATIX, WEEEL V=T AlIX, SF¥) 28 umolll
EANE A R L, 73.3%703 528 77 /v =T L 36 pmol/l LR, 41.7%723 7 U 7 ¢ 1V & Ebi
5 20umoll LA F Ch T, TDH%, BTFAX—0 213 L LE D IV=F o E4RIGRE
FNCEHE L, 2 Hlzo MR T, 740 —T&7 52 NOEED V=T > OV 56.8
umol/l £ T L. 36 pmol/l LA FiE 19.2% & 72 0 . 20 pumol/l LL FiL, 1B ZEAR L7z 1
FILISN N2 T T,

BV =F » ORFEREEICEE L TiE, R S oG T, BIBRERIN OO IV =F
BHET, WEIVLDVETIWI ERNDh>TW5, Yl TH. ¥4 23.8 mg/kg D
L-H v =F L BFINAR ClElfE D L =F > NIEFE 2 HERF L O REREB I BIX, &
V=T UG RITH U8 D) 2.9 mglkg ORRIGAEAIR G CEREAMERF L T, 1H
{CEDIN=F v T AR—Z —OFFERRFUCE LGS IEIREICHK G L THR
TSz, BRI EE L8122 Lo TE RBRER (=8F) Moo
EOFPEIELD bRMEBZZ N D,

21 MR THRRNON TS L YTV =F o DM RFEIZR 0.6%DHTHY . #
BERL TN EIFIWVWAT, EELMTREOEAENH D Z LITERBUTEVTEHL
VEITH D,

RS L EBROBRZ AT 349 BlOWAE TiE, FEREDH 5 D 80%I {1
OOLDOERFEENDH L L LTND, PTHHBMERARY FF AE, 40 e, Tk
PRI TAE AR & OBFE A, AR R T AGEL 26 1 16 B (62%) (TR
7R RIERT . 341 (12%) IZRIESER A O IVBEURED 5 2303 bitd,

NLTOBEFR) D LIGERTADAE

B CIRRENTWND LI, IN=F UK TSI HANILL B D, MRIEERT
I, FLCTADLARTH D v 7 afizt b Y w A (VPA) D3 HEfHEdE & FFRIEE (Fanconi
SEMERE) ZEEL, IAV=F U ORMEEFL, Flo, BELHFEER (&) T, TA
IPADEBEL L WD 2 VPA, 7 =/ 2L E S —)L (PB) DB Z#E LT 5,
WEETH, JeORERBEIITTYE 293 FOFITANARKEELGINTBY, TDORHNT
b VPA NERIED A L =F ARV, PB 20T 2 L. SHITEEE 2% 2 LN E
DILTEY, YD T —F THIREOMM AR L7z, PBFHOIK FZFHT 285 572
B IIATH D23, /INET VPA LOFR L3 < L BERAEIZL Y VPA DIl HiRE %
T DICEEENEL R0, INV=F U ARMEEERET DL EZONTWD, BEER
WMLWHEZFNLIE, To= Ry, HASAPELOEEGEHTX /0, BiRT
RLETANAEMEDT 7 23— hE=A422DThH | TADAEED VPA 512D A
I DEWHSIE, BITEREE R Y, IA=F URNIRPRLS HERESh TV S,

Yamamoto 5 DE?D TlE, T UE=THENEMEICRD Y A Ty s - L SN
TRY, EEEZHET L, N7 el b oML HEFMED L =F U REIEIZENT
IRIEICBWTHAT 5,
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@ FMEMITHEINL=FoRZ

TIV=F 0%, E O 8% EE., L7 EOMHRENICEZTWD, DT, MR,
REBERINETHHAEOEMNIZEOEE, “REOINV=F V RZICERET 5,
RABIE, —ERE, I4F—, BYA a7 40— EHEREED, WRIEBRTYH,
M ER SR AEAAE (ALS) 72 EMRRIFEMEDZ R HZM 2D b ONR ZNICHE T 5, R
B FE S FERMZENE 2 B 2 THIOEBRE ) DRV EE LFEER « #1309 ETHAR,

(2) BERABR B TS5 (A BBEE (R R)

AR D = 3L —JRIX, FEEH DV E, AUEIFO 7 b TH D, L Lann, finfk
DRADT-DI21F, BHEIEHIBABREP?0 L ShTkY) | I =Fr ORZIZEHIENRED
IR TR v AN~OBEBIZAET S 2 L1220 MIREROIRIE - #1712
H532%, Iv=F 03, BMATHELNTEYD, HEOEIZRLTND,

T, H=F 0k, T har RUTHNOT v CoAlLlE CoA DR EZFE L TRV,
FEHNZH RO TV L CoA 7 — )V OREFFICHEE R EZFIZ R L TnWDH, DD, W=
FUNRZT D ERERINCITERE CoA 7 — A PHERFCX 70 | IS T CTid7e <,
WEFT A, IRFBIEE, bR, TCA K72 PIC b EE 5.2 2720, THAHR~ORE L K
AN
TET R E UTIRWA, EEXMMELEVERES (ADHD) | BRAMANZ b T MER E
Wb pREEE L, BHEBRMEECHD EWVbTBY, ADHD IZALv=F &5\
. RSNEIEEZ 525 2 LIC ko THERDBR LIz W) REZD e H 5, £z,
Alternative Medical Review™?(Z ALS, Z3sVEmE{biE, Alzheimer J5 72 & HHE . ARRYHRZEHIC
BWTH Acetyl-L-carnitine OB ENFER SN TV D, HALF UBMMEREOHEB L, il oER
EELEZONDM, I har P TEERKICSELTVWE LD L5 5™,

Fegkefl & U Cld, ifas 2 & OB AREHCBEE L T, A v 7= o PE, (TWILAE
FERUAMIE  (Acute encephalopathy with biphasic seizures and late reduced diffusion: AESD) 7¢ K&
AL OBERIZ B 59 23V P REM N S b TV 5, MENEAIADIRE BN I L =F
KRZ. »DHWZE, Carnitine Palmitoyltransferase (CPT) N OB 2 LHI har R T
BERER T Tl T T, WEMIEOMHEIZ X D ZEas A~ 20— DITIRIEN & 5 & 5
FThb, £z, Omata H2N%, BWEFVRABEMEHOI b= R THO L AF 2—1h
WTHLHEH IV Bl BIUI A =F OHFEns AESD OFEIEZ B 5 AlRetin & 5 & #
HELTWD,

38



BREMGHL=_FUORRREORE - AE

- -HEBRUBMHERICELESHWIVL=_FUORZIE

BELLT.3-10 mg/keg/B . BEMSDIEIREL T, 1-4 mg/ke/H 20

SMREGRE . SFAVFYTHEEEENRIMGE (X BHELLTREERLAZED

30-100 mg/kg/ HAMELEEZZ BN D,

F7-. ADHD TIl&. 100 mg/keg/ B (]x K 4 g) DEMDHRENH D, ="
WIFhDIFEBREX 1 B 2-3EIZH 1T, KIZHRARI=FSURR—E2—DRFENH D=6,
1EREEFRATEH2 g ZBALBNENEELL . ZK 46 /A ODEHDHRELHS.

(BHE.NLTOBFR) I LICKDERIEAIIL—FORZIEIIRIBEZSRBODIL)

7.7 EFXMEAINZ=ZFORZIE

771 EFIEAILZFORZEDRRZEH

HFWE S L =F U RZFEE L TR, TADABRBRRESZERE LT ER TV D1

Tafg, NEORERSCIHEER /2 E T b s BRI VR FFOREK, 7755
Hl. T2 b THA 2 U BEIR LT LR AR E OB AR 7 EREIZ > TV B,
etk gl & UCIRIRBEY A 7 VRETEO /T =7 MEICHEDbN D ZEEFHRT Y 7 A
(EFSL & UTRIRTE S TRV BN RE TS TR G ShD) K, hr=F
REZEAGIER T ERRESNTNED, ERFUAEEHIHEECLZEERT Y ¥
DF R BT S 4L, FOERF VAR BERN I L =F > LA L TRPICHE
&S IUT RS L= F o REIE A B X L 2 26230240240

ZORT, BICHAFBKCREE R 0T alkl R VIVEESERERIC LS kMt
BV =F LV RZIEIZ DWW TIRIBIZEEIRT B,

772 NILTAOBBIZEBAIL_FORZSE

o N)ILTOBOFEH

PNIVT A ERIE NN ANRY T BWEFED | TADAARIRDFH - RIRNEDO—o L 72> T D,
FTMOPLTANAIRENERA D =X LN R 2 b D, MOFAE OPFHZEE LTHE
DI TWD, S BITIHAE TR O TADARIES, BURMEREE 72 & OB MR B ORI L E
RO THRRRICBIELSER STV S,

o N/ILTOEEDEIEHA
PV B BRTIE L RA D S OEE TH 503, W BIEEO IR B Oem T ' =T
AE29) 72 C O EEELBIERNEN S 2 & AMA Sh, EEME S h =2, BioifsEt
(valproate-induced hepatotoxicity : LA T VHT &%) & &7 =7 MAEIZ K 5 ANE
(valproate-induced hyperammonaemic encephalopachy : UL F VHE &%) 23RHEICZ /2 > T\v5,
IOV TBERIZE S VHT R° VHE ORIEIZIE, INV=F U RZRDNV=F RO B MR
RESHEGELTOD Z Lo TE 22080 - b o RKE, SR AR, BERARY
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DOFERMERRZME, Bl E OV L aX=T H 5 WL RE 72 EORKNNH D & VHT ° VHE
PRFGIE LG BEEB2258) L i BT X ) IV = F U RZNE DY | —E D HEE T VHT
R VHE BRIEFEFF I OV IR ST 0y, BIEE TICR 9 O XL 9 7T
DEZLINLTWD, TROLNLVTERICEDI har R T o RISl /MMaik (i
NNANFF Y — L) Do I L AREWNIRFET A 7 VDTN NIV CERERIEE 1 &
fLEE . L7 a ez OB L =F o DESRLBIRME COFWINAZRET S, 72
EBHERERE Z LN TEY, 2T a5 EFHO—H T VHT X° VHE 3 RBIET 5 & &
%_ E j/bf ) 5 54,55,56,57,58,254,255)0

( EEIAoOUBES ] [ REGELTRPER | .
Rb(ZiE / CREEIE>
Bcon [{ 8% ) (3%EA ) <INBEE> ZEFELED

L

]
L TOMICoA e !
0 e mw‘m& :
P mm—+Nm++uw

SLTRANHN=F> 4-en-VPA

\
\
\
s -mwrmu“"’ CPS1
hlb-f-/—*— e l. ﬂ

SN FOLNCoA ALY
l v-7'fut\94/ \ ‘
B-E&1L EFD¥L5—H \ REFEVAOIL
1 el l
2-en-VPA-CoA -] | RRagTO . _
Jor#+=)coA AN=FoBERIRMEY 7_/£_7

CPS1(carbamoyl-phosphate synthase 1 ) : A /SEANW)BERMNE] BREEROBIOMSERERETIRENE

K O/N)LTAOBIZEBNIL=FUORZDIETHE

(3K 54, 55, 57, 58, 254, 255 & Y 5| E)

VHT [ZOW TR AR S . AT 4 T AIZ 1 A, £ % TH 5,000 AZ
Ao AV ZZRE QERLUT., 2RI TANAKIEH ., IR O REE %3%43%%%{9%
BPE7R L) THIB00 A L ADFIER T o722, U 2 7 MEREk S U LT & Ty 526257258
—77. BEBERICBWTEEEEOBREDT =7 FRFLLBO LD, VHE 220
FFE LW PRS2 S ERRPARHTH 208, IIARGIX 2,681 Hil0 /L7 ot 583 O
BFET 90 ] (#93.4%) 75 200 pg/dL UL LoD 7 o & = 7 M2 5 Lz & i LT 52,
ZAUIZHE S BFZE T Yamamoto & (349 6,000 A DK 4 TR DT & . 2006 4F1Z1% 40.8% D
BETHT E=TME (3100 ug/dL) 23H->7243, 2013 FI(21E 14.2%ICb L2 &, *
DOFEH & LT 7 m @UA DO LT AD ASREE F Ol L =F BRI O G I X
HHDOTHSH ELTNED, Bz - TS CIREHESER CoN LT aiic L 55T
VESTMIENHEE 7e o TEY ﬁ/v:%yffﬁi‘ﬁ%%O)ﬁﬁﬁ‘%75%&%32@“@ v
201 202203264,209) | AT T b KRR MR FE RS D T A ATMETR E DR BEIZB T B L
=FURZIT XA ESEGNEE T = T MUERIR A S5 2 L =F /ﬁa‘ﬁﬁ@z)xi&% &

266,267,268,269,270,271
hTn3 ),

VHT <° VHE D3JE A B = A LT FEBEBIFRH I THR0RS, O har R 7 opik
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b, @~ AF Y —ADefBbOREY (4-en-/L 7 a7 L) 12 X2 R SRR EIE
RRIRFSA 7 NVDIINSNINY CEEERMEEE 1 OMRE, @ V7 et ORBmIZ LS
NN=F v hT U AR—=F—DOIENEIE, @hv=F EEREROME, @17 aA L
CoA 73, JRFBH A V VOHPHEBER I N NI NY VRERRIER L D7 7 7 2 —% G/ 5 N-

TEFANTNE I VBERER T ERELET S, o EOBEMRERPEE LT, —HoBE
12BN T VHT R0 VHE B RIET 5 &5 2 b Ty 5 552428212.213214.219)

e N TJODE

BRRZECNEORERMLZEICLHAM/NNILTOBEPEFLERN THE LS
|ESN TR0 FgaliR A BEMEE, EERRS, BREEE
THELEBHLHLMN B ZOBRICHALZFUORERSITE Y ERHLE
BLEEWSHENAHY (BEEFT TRELIRS) 702808282880 )70
BOBERSICLIEM WA RBERICBEVTHL AL FUHRREIEETH
%, COKE. MARBMATONILTOBPE~AOHDIL=FUOREIEYHTRE
HEDMBEL AN o ERESh TS 2228289 x 11 [CERIZESTS T30
TOBBREEEONIL_F URZEICET DEHFRE S L VERKHE] &%k 12
[CTHARNLTOBBEBREONIL=F UORZICET HEHIRE L ERRFTE .

R 1IBIZTTNLTOBOBERS - PEEEOHIL=_F UORZEHRE ] ZIRT
T 5,
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= 11

NILTOBESEEEOHIL-F ORZIEICET HEHRES K VEERAE

e | B %e s | (A BEXE | GEEN WHERE %E:}E it e
THA | B HEES - 38 milk formula | nitrazepam '%'_7"1;5% e 393 100, 2E Mat:;dgxfs‘slgse
2% Thinhs, BERER - 285 HEA, B n B7UESThAE 185 = e
28 Thik, BREMHER - - nEA, e n BTV E=TME 169 — il
5% - - - - P;g BT ESTME 12 - Mat(s),‘;‘;%é 61)986
5 - - - - P;g B7UESTIE 10.4 - Maté‘:; »‘;é;)gae
52;\7"; % Encephalopathy - — + — - 15 - lga’(a;hriﬁ‘z é;)ggo
34;\7"; % near drowning - — + — - 255 - lgagiggé;?go
67:{; % hypoxic encephalopathy - — + — - 6.3 - lgaz;gxié;?go
31 ii B intracranical hemorrhage - - - - " > 3&?1%% g lgaza;%bza;)g ”
82;:,{; £ neonatal asphyxia - - + - - 235 - lgazz;gkfozé;;)%
9k | B Lenox R R 6 50.7 - PB . 232 - ’JE;E%Z ;2;"
uE | % Thivk #2nA 695 - il B7UEST 332 -~ A ey
B | % | almmnrsnwan | 0 | 00 — — | Fonmmnmg | | Tmarw | o
B I 7 o - o2 | mmm somme | mler | TORCTUES ) AL
sk | B EEDAEE 40 - to ek | o 7 LTS ;v;i:% LANCTLRS | RS 0
a8 | % ERELEHE 37 - - F:g BE7 LTI MmE (1\/:1/; %;J)t L"’ggé;}jﬁf" Tiﬂﬁ?zzg')s
208 | 8 RATAMA 1 10311 g/dL - PB %ﬁfiggi fg - ""(J;'Hj é;\;;)g‘b* :‘:‘b(;'gr'?m gg‘;g
g | % EIEZ.:Z::S:RETEZDUC 27 749 ILvs—LP cBz 7oE=7HE HL=F> 900 me/ B FHS, 2015
suppression burst) Fanconi fE 108 (R294)
NVTOBR S ERICETDNIL=FURZICET HERRAR
an sk e
e | B =R | ARR | mwsx | gmEM | mEEwsy = ppoTRSR | mew
6% | B BEOHEE 5 106 Sa— 2Ns, PB TUESTEIE 74 ( Féﬁéﬁg’ﬁ;éﬂﬂ) I(Ji%;ggf
® | B BT 7 78 ATk | 2 7UE=THE 53 e 20
6% | B BELSEE 6 43 Sa— czp - 94 — ?;f;k ;gg?
2% | B EEOHEE 2 107 Sa— NZP - 394 E‘g:gf?_%; ?;f;k ;gg?
6% | B EEOHEE 6 61 Sa— NS - 211 E‘g:gf?_%; ?;f;k ;gg?
5| B EELERE 5 83 ILVE—LP ZNs - 45.1 - ?;f%k ;gg?
® | B HE 4 80 - - - 474 - ?;f%;i ;gg?
6% | % BES 4 86 - - - a4 - f;f%;i ;g‘;‘)’
28 | B | mEEMETLA 2 8 - - - 3t - ?;f%k oot
6 | B EHBBETVNA 2 47 — — — 355 - ?;f;k igg?
6% | B HERBBEFONA 2 75 - - - 36 — ?;f;k igg?
88 | % HERBBEFONA 3 85 - - - 344 — ?;f;k igg?
PHT-phenytein, PB: phencbarbital, CZP: cl  OBZ. carb ine, CLB: clobazam, ZNS. ide, NZP: ritrazepam
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& 12 BEHMNLTOBESEEONAIL_F URZICET HEFIRE LERKRHR

= 3 < E- AN=F>
4 | = VPAIREE | VPARE | 7UE-T7RE | migE 7
" me/B) | (ug/mD) | (ug/d) (D) | (mg/dl) | IR ]iEH
(mg/H)

59 5 HEKRIE 900(3 ) 75.4 25 21 900 Nagam'znc;bs~ o
(X ik 261,262)

65 | B HaKME 1000 64 135 — 2700 AL, 2013
(X 266)

65 | B HAKPE 600 86 118 — 1800 FARS, 2013
(CHk 266)

75 g8 SBANE 600 68 106 - 1800 HFARB, 2013
(X 266)

76 5 A RMIE, BEVE 600 68 g8 _ 600 FARDS. 2013
(3CHk 266)

n 5 HEMFRES 1000 66 93 — 1800 FARS, 2013
(X 266)

65 =S HEMFHES 800 75 175 — 3600 FARDS. 2013
(CHk 266)

69 T | HEKRBE TADA 1200 86 154 — 2700 FARB, 2013
(3K 266)

76 £ REME 600 50 120 - FARD, 2013
2700 (S 266)

77 £ SRENE 1000 83 116 — 1800 HFARS., 2013
(3K 266)

79 ES REE 600 61 88 _ 600 FAD, 2013
(X 266)

80 £ SRENE 600 60 139 — 2700 FAR5. 2013
(3K 266)

85 & BHABEEE 600 72 39 — 600 HFARD, 2013
(X 266)

73 8 NGRS 600 68 104 — 900 RS, 2015
(X 271)

67 & ABfE R B EE 600 72 81 - 900 FEED. 2015
(SR 271)

63 8 NGRS 600 66 108 — 900 RS, 2015
(X 271)

36 B ABefE kBB E 1000 95 101 - 900 RS, 2015
(SXHk 271)

29 | % NG 600 41 83 — 900 ki, 2015
(X#k 271)

45 B AbefE kBB E 600 66 130 - 900 RS, 2015
(SXHk 271)

0 | B ARR ik BB 1000 45 108 - - fRi&D. 2015
900 — 1800 | "oyl

3| B ARfEmEEEE 1000 74 101 — 900 — 1800 | . 2015
(SC#k 271)

a | B NG 1000 75 80 — 900 ki, 2015
(X#k 271)

56 2 AR REE 600 42 88 - 900 — 1g0p | MED. 2015
DI N RERER 7 E=7 I (Xk 271)

® 13 NULTOBOBERE - pEBEOHIL=F U RZEHIRE
[ &4 | #73 | VPARSE | VPARE | 5% | I=FoBREE [ &&®
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(¢ eg/mL)
4000 mg - " Ishikura 5.
16 2R (4124 mg/ke) W j§§ﬁi &rz%&igﬁggiaﬁ 1996
ETANA B T R - eoome @ SRR 3 (3Xilik 280)
Murakami 5.
152 A % (4380075 ) 1316 72 %-iﬁfg /dL msoglgF/ﬁkg 1996
mg/kg “E= Mg R (TR 281)
e EBIELRAILZF U BEFR =85.2013
22 &% & 16800mg 340 FUEZF 21T ug/dL (RETH) (x# 279)
218 =i BiELRAIL=F Itoh 5. 2015
208 | B | 20mexHIS08E | opepan | pEz7 201 pg/d (PR (s 284)

o NILTOBOBEERICHT DHIL=F UHFREE

R L72 X 912 VHT ° VHE O RZICIZ A =F o RZBEAE L TEHEY . VHT X° VHE ©
FIIRVEIRIT A v = F AR TSR NG ) T iy 7 290297298 29300300302303) - = 5 7= = L v /N IR
PRSP ORMZENEE Y | ALESNED TANAIBERIZE T 530 T agiEticsir 5
DN =F AT ONTOHERENFER SN Y, ZohTiE, I =F  wliFaRIEDHER &
LT, JERE STV T oI L D& T =T ME, VT aBIREEZZIT T D 2 5%
PAF OGS/ N CTHEME AR AR PR E L L AT C AN AR 2% 1T TW D EE ., #E oD
YR 7707 B —%kFoTWHEHE (MRRFHEE. [REE, BEAE, BHRE, ZA1C
KDPLTANABRERE) | BANV=F U MEEZRT 57 MW=y 7 XAy MREEX
T TWDL TADLAERE, TPNIEELZIT TWOHIRAKEIR, Stha<i T EE LT Tn
5o SHIHEFOEWWNETIEH, b LINAV=F U RZOFERD H 5556 (FHEEIR T, EIR) |
B & 22 G e o Vv =F o O FORERE R E . &7 BT MER ERRO b DY
B, BT VBT HRIENRS THO L =F U OMAENBEINLIRETHDH, £ LT
W5 ) Tein H1F, B E R ECHEEIER O DL =F LV RZIEL DN VT 0
RREHE CIE, PO = F U B 52T RETHD L LTNEY,

AR T D/NRTAMABETIE, EFWICT o E=T7 ORIENHER SN TN D
2, EICRNEBE ZR O BRI ICEW TR, 7 UrE=TOHENINRNT ENEL,
B TH-> CHIIEBEETH H7-OME S D Z EAREV, Lo L Bohles B1%, MEERENMET
HoTHET VE=THIENH Y, T NIN=F VLNV =F L H>04 ORI
NWE=F U REZEPDEZ > TWAERIREETH Y INV=F L HEEZTR&ET, HF7E=
TR L L L =F o 2 AL, LT a RO M R R 22 E T S P A% 2 TR &
L, Whv=FrOfbRF, TN =F DV =F VN TEFER (2025 1245
LS ICHREIT & THDH, L LTS ¥,

AT afEORIWERICK T 2 v =F AR FERIEO R OFIR & 7 2 2 MMEERERIL R EE T
HLMR, LD XD % OEFRESCEKFEOER N DV . LT o BORENERO T
HDVTIRIBIC N =F U HiFRIEERAIE TR e TH D Z LML LTS, 2 2 T3
WY NRREEERE] | Tvv s hre=aT ) (O 136R) 9, 3EFE. Nau % [
LT iR OREEEE] Yo LS e ERE T v = T RO, WAL =F L R A
TURTOHLH/NRIZEIT D VPATERE, VPARER G, BLOVPAIZXL S FEEIZBNT
TNV =F AAFFFIERFEE S TV 5,
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BENGHN=_FUORMRREORE - RE

NILTABF)D LICKDERMEDIL=FORZIE
NILTOBORIEROFIHRARE
- F RS (VRIT7I2—DE NVNREE)
10-20 mg/kg/B &AL MK 100-300 mg/ B LA DIHE & 250 mg-750 mg/ B

1

1

1

1

1

1

1

1

1

1

1

| NV TOEEEE AT E M (valproate—induced hepatotoxicity: VHT) //NLTOBZERE 7 EZ
| 74EBXSE (valproate—induced hyperammonaemic encephalopachy: VHE) & (B EEA
1 =
1 TG R)
1

1

1

1

1

1

1

1

1

1

1

1

1

1

50-100 mg/kg/B #EOIE (6 BRI L. &KX 1 B 3 ¢ FT. BEEICISCEEIZR)

‘BHEELNDHHEE (RBOKRETERE)
MEAO—T 42 £ELT 100 me/kg BEARAIZE (RK 6 g £T) . TDK 4-6 BT LIS
15mg/kg ZBM, 7o E=TEMETLAEOEOICOYEZ S, VLT OEPEFHLIH
[C#L, REETEEERT D)

773 ERFVIEEFEMEELDIDIL=FUORZIE

W& D & OWIR Z 7] S E DT OPEERBICERF I NVEEFEE ST RT v 77
/NERMEIR EO HEIK TEZFEHINTVWD (TR 14) , 25 0HEEOEE 5
LD ZRKRMEINV=2TF U RZEPEZDZEPEANTSESH AT SN TV D
239,240,241,308,30533,310,311,312,313)o EDﬁ‘%‘V/V%é.\ﬁﬁ;%ﬂiﬂ%ﬁ)%[&HX éh%) ﬂ\éﬁ: I:°7Jfﬂ’r“/zl/%75§ﬁu
RICEBES e UlsL 0 b, BN VBRIV =F AL L L=F b
LCIRPIZHEE SN D 720, I v=F 2 ME T35, Bimmicis, &5 LeeRFi o
HEHPEEORGENE L IZTEELDO I L =F U B EINCHRE S h B L ZE 2 Hh b 312,
29 LA Z FEYRBEEG SN TWIERTIX, AT O I V=F o E&E EFED 10%FE
TERTFLTEY ., RGN THEERVOEZ > THENLLRWMETHS L &b 2, Ito
DWMEICEINEL, BT TR VE 7T HEBG T2 & BEEMRAN TS 26T igiEkE
TNV =F AERBF I T L, EIYEICHRE L TV A/NREE TR 7 =7 N L& L
71—: 312) 3

DRETSH 29 LIeERF UV ESAREREOR LI L HEMBERIEOFF D76
HESNTEYM, AANEREE S OEEWMEN 2 S TS (& 15 ICERNO T,
JEFISRE 2 £ L 7) o Fo, 2012 4 4 FIZEIEM RS OHEREN D b 216 ORI,
O EM AT 2 BAAH SN TN, Z A LHEROTRMA CEICE, MR 2
EIRAN=F UMIEE G E R ZTERDH D Z EDNHGE SN TWAD D, ZOxP LTt S
NTELT, P HRCIHIAR 22 & OEHEIEIRYYE DR e & T2 BT RG24
B0, THD OFLAE N EH OIS CRBICEBIRI B G S, KRS b R RmpEeE
AR X DI AMEME A B S LTER b iE ST D, ZITRBIBGIESITH 5
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A BGH AR MRS Z 5 2 0 b i S TRV EEBLETH LY, mhoilt
BiE A L =F PR TSI TR IR T 528, AERNO L =F 2 DK 98% I3 #5500
ORI L TEY . HREDOZ VA TIHKIEHE: & O EERERNBN D 2 &
I TH D, LL, FHREODZRV/NRENRYIC K55, MBI L8R EICkD
TRAXF—TENE L, BIEICELIHENH D,

B S VIEE A B A IR LIRS 26 = U2 EPER] 17 Glosatcid 9, e
FERITAER 1L PANS 4% ETOASRITEP LTI Y . 2 12 10 4 Ll Ea 5o
TV, BEGHMIZ L AU ERG SR TW 0N 1061 Th 7223, BEROERF LIS
AU ALV BRZ 2R BEH SN TODRERINSZ N LB Ch o7, BORERITK
T =F U MAE & ARIEE, EkREE, R CTH o, KRS EE LB SPERMIE D%
W2 & S TIEFIRBRBIEZ TR LIZER b b o7o, —BILT Lz v =F AEDIEFLIZ
IXRE S B 728, LRIV =F BRI R (40-60mglkg/ H) DEID BTV 5,

K5 b oMERIEE 22 B L =F U ISEIC X DIER BN TS AT, TR 2 A IR
WL, BRI IVEEAEIEEICL D RIEDV=F V RZIE S STEICE 21T ) ME
Do D,

x 14 EBROERFVILEEFEREER

B % B BRI
£I75L ERFUIL CFTM-PI ;551/7;?;5 ;;é:;ﬁ;&wz
tIHRY ERFUL CFPN-PI fzgiiz;é}r:ﬂewwﬁaﬁtﬁ@ﬁ)
EITLY ERFUIL CDTR-PI zgéit>5$$9n%%ﬁ)
TERRL ERFIIL TBPM-PI FIRRL
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& 15 BRICBTSERFULEREERERICE DDV ZF ORZEGF OHE

iE & . ERERIERE I=FoBR5ER “
m | RER-BENM (il me/dL. P> E=Tu/dL) (mg/ke/day ) il
| LR COTR-PI #51MA (RIXRH) (E . BBEE, FhA. 7L E-TRELS 5. 2003
LE|', i B RN = . —_ * = L F (Kﬁk:ﬂg)
CFPN-PI, CFDR-PI _
2 | L% | BB SRR 19 AR (RAREY) 2 NSRS, FUEST 114 Srgias/tey | EES. 20
- 2 EEOFEE 31 B/ (RXRL) 3 i
45 CFPN-PI, CDTR-PI, CFDR-PI , . 40mg/kg/day . RI&S ., 2005
| mE RIR#0ES (52 BR/72 BRIH) B 23, B 10 BR (#320)
1 s ~ - x Makino . 2007
4 B CDTR-PI 6 AR (#AtEhER) {EMHE 20, BHEE. (TLOVNAFIE 100mg/ke/day (#k321)
FIERT 2 MARMICLU T OREREMRMIZER
1MnA CDTR-PI 13~15mg/kg 17 B T , fEB, 2008
> BR CFPN-PI 11~15mg/kg 10 RS BBES. E08. T4 (3CHK322)
AREEFIEE 9 B BICRE
2 % RIE 14 BET " 20mg/kg/day IWHES. 2008
6 " CDTR-PI 4 Bf, CFPN-PI 7 EIFS RR. FORA, B 12, 17 61 (x#kaze)
3% SEIERT 27 BRI CFPN-PI 15 AR, R — i ¥ - A5, 2009
7| xm CDTR-PI 7 HR (X RIRME. £+ AREME 16, KK (AK324)
1 AA BEHOERFVIIESHRERZEHER e I FO5, 2009
8 %8 (45 5 2RI RER) Em#E. 57 E=7ME. [TUOWNHA, BHES (xXt325)
1% CDTR-PI 13.5mg/kg " 20mg/kg/day TEWLS, 2010
| =R 10 BRI (R ED), 18mg (<28 2 EIFS R TONA LRI 21, 17 8/ (x#326)
Nakajima 5.
158 CDTR-PI, CFPN-PI, CFTM-PI 100mg/ke/day
10 _ {EmiE(BE1:18, BF 2:11) 2010
U5 6 AN AIZ 87 BRI (MIXRA) 3 HME (STik327)
18 CFPN-PI, CDTR-PI - , EH5. 2010
11 =R BT 6 B BEEFVONA CEERR) . EMmEE 22 (Xt328)
18 R . . AR, 2011
12 &R CDTR-PI 18mg/ke, 7 EIFS BHEE BN EMEE 34, ‘mezg)
. Okumura 5
3% CFTM-PI 100mg/H, 12 » AR o " PR wmRHLHH :
13 5 (REBRE 2 T I8 5) B bR M AE 12, SERKIE o 20)1
(3CRR330)
17 —— n . u e #HRHLIN ETES, 2011
14 e TBPM-PI A&, 8 MAM(FHIRS) FREFONA BTN 14, BT7E=7 186 ey (X33t
2% g ~ 4 e wRHHM s, 2011
15 e CDTR-PI, CFPN-PI, 8 M AR LEMBEMETVNAELEEI1. 7UEZT 400 BB (Xt332)
1 5% e Ny ., R s, 2012
16 iy CDTR-PI, #16 M AR (REREEIKITHLT) BRI 29, BREEE. (VA (#t333)
15% T " HEZEDE, HE5, 2012
17 %A CFPN-PI, CFTM-PI, CDTR-PI, 40 HFS BEHEE. BRTR. €M 20 Sk (X#k 317)
E4SUEELREL -
5 | 1B CDTR-PL #25 AR (BEEHR) S BHBEFNA. R, EDHE 19 P=FmR | o 2013
-4/ = (3CHK334)
(FAETHH)
I 30mg/kg/day -
158 $4E 3 M AR CDTR-PI 15 B R " c s s Ao, 2014
19 4] REERNIC TBPM-PI 3 AR R TONA BBIRE. B0 15, (Ef&gff (3CHk335)
EihE DES
85 % g N , B, 2013
1 i CFPN-PI 2 Hffl (BREXEZEDEH) 85 F . {EIM#¥E 42 (Xt336)
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BREMGHIL_FUORTREORE - AE

' ERFVIVESEREEREICKDENERELE :
L BARSAURE FHEVDA TN ETOERRENSL TEIRET S :
V1 BORSAIRERIES :
: NIL=F L BEID 40-60mg/ke/ BEZ 5 (B EHMIEHEZEOBREHHEIZL->TRES |
i A DEELEERAER OIS BN L = F U ENE BB R ETERSARE), i
| 2. BEEESSYEOREATELVSE CERTRERNLISLELISE !
| RSB ELT 100 mg/ke (K 6 ¢ FT)EBMRABEL. 0% 4 BEZLIZ 15me/ke % !
| BMNIRET S, BOREAREICHYERNRELTEBE. 1. ITET S, !
| 3. CLDMBEEZCUEBTRERETIBEDFHHALZFUOMFTITONTIE, Wk
| ATHRENEL, MAAL=ZFY 2 HERECMBEREEEHICITU., BERRER -EERE
| RICEET ., |

78 EELEEFR FB) ITB8HF5AL=ZFURZIZONT

[FC&HIZ

HEIELYEER () CIFEER (#) L) L. TREEOMIREE L &GOk
RHMEEELTODRE] LERINDD, Z2OFEEDITE A &R R OREE T,
ZOTDEBORE, HEEORE, W - EAKER S OREEAMED 2 LARMETH D,
B EAEEEEED OIS, BYORERELLELEIND 2L 2L, FRIERNR
ARECh - Th, MO F A REET, fHE L ABEORFOBRAE LW LR b5,
= CADADEINREL . HTADAEERALTNS Z & 550050,

EELEETR@E) OREEE

HEVL(E) TR, BA - MEFHREDOREIC L U | Bx REBRBEODRELNBITARD & 15HH
ST 30 oA T 5 — A TS SALETH DM, TRLXE—DL
BRI . A, ERIEOET), MRS HORE, BRI SIC Lo TRA2SM, &5
CEE R ) T, A OHsE BAFRFEROFEE 2 K& < FHS &b, BENAEST L=
F U IERMORE B ORI LD BV =F U RER B X0 392383 g )L =
YORBUHEST LR T L LT, TADADEDNNREZL, " Tzl T 55 TA
DAEENRLTHNDZENSN LR, o, BRIMEOHKES L I ALNHEERO®RE %
ZFHZ LB, TOD, Fa BRI — AR, RFEEUPRE - REREA D
. FLCAMAE, FIFEAOBHREEB LT, IV=F L RZDY AT 2B 2 TN
ERH D,

EELDEREER (B) BT HIL=FUORZ

HIEE) DN =F U RZIZOWTOMIERERIHREIT, T’ 16 D L D ITIHFICR DX
TEXTEHY, ZOHEREENRFIRS TG BB - find L2k 5 IcicES o b
V=T L IETIMORE B OMAIC L 0 MIE I L =F AERED T 5 2 ERWEShTn
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%o MIEHIN=F OEIE, BREIZHEAL WS EDZETHY, BRI v =F IEN
IMORERBHRNEZEHTH 2 LT, MIEINV=F AEME T+ 5 AR E < 225, JERE
L CHE S TWD OIL, DEEREIR T BMIE ., Fanconi JEMERE, 724 FM e b o & LTIk,
BT ST ME, R, KTV S U MER & T d B BLIINI0ININIIN) ax s H]
REIEFNIZENT S, KRV T aBORMA TN =F RENED L TWDIEFNH D Z
ELMESNTRBYVEERSLETHD ),

e e LCIE, MIE L =F R T Oy — 2Tk, BHRIERARVEATYH
AN=F AKX TFICLDLARE, BT VBT MERED, Fix RIEROFIED Y 27 B35
e, AN=FroRERTTOLNTWS, HEEICOWT, FTEENR () Bl
FORB A B THD L NRITABREIT 30mgkg/d O ClhENRH-7-& L 2, prEix
25mg/kg/d &S T E BT TG MO IBREE, AL =T U EBRHEERT. THARAOARSE
FEHUEYE 2010 4R 1213 S TU ey, CODEX OHfELE R 1.2mg/100keal LA | & &
WCT AL =F U RE LB S NISAIE L =F 2 20-30 mglkgld L35 L LT 5 3,
AFHZEBRGI L Y 510 mglkg/d & L3, HHGRLE0 ARG LD LRIV =F v 2 # 555
Satrld 24-45 mglkgld 7273, TV =F o E ARG FTIE 3-4 mg/kgld T RAF IR A FRENA %
Bl LTna 3 O4rmiz, LRSI L =F 8K 10-20 mg/kgld & LTWHAR, HL=F
VEIMEAROEATIEI LIV ETEINWET2HENRH Y, IRERZIE COMFTEEIL T
SRS TV ARNE LT ¥,

BEARBFZEIC BV TIE, ERELZ LTV DAHETIEN L =F VIREMELS, ZOEL B0
V= F CIETINREEAZ R L T L ORERSFEA BN S %0, 2ok e LTI,
T3 v =T L BUENRAT SCE R S T B & 25-100 mg/kg/d LV 130720y 10-30 mglkgld 0 1
N=F RN OB G HATNE DO RERE L TWD, DA =F BISRERZHER LT
=FUEMIELIZE VI HE L EITIZR D WL DA LI, EOEEOHIFEEIL 2-10 mg/kg/d
THIRN -T2 S, IN=F AL L THREINDSELD D ETHRBA LT
]z 309393LIRIN0IKN - - PP L LTEZBNDBDOE LTIE, IA=F i3mse LTHER
L2 DR E NI WERH D, I =F ISRl L THEILIZ A A L LTE
B4 % X0 R DG L ¥4939) 0 E - siEll (%) Tk, SEERD 0 ) =207k
WA E L, EEIOZ LW — AT, BRI NLV=FERNDRVONE Ly, Zh
HOWETRINTWDHFARIT, 7 AU IFIREGREF2OREIN TV HEMAER
R D N =F o DA 2-5 mglkgld*¥F* N LRl LTV 5,

AT aEERe, SV T iR ELEAIOR CTANAEEMER L TWAEHETIEH, Koy
=FUREOKTNEN>TWAHD, AR L7eEDO IV =F BB ORGP T T\ 5D
0BIAIBIN P IRIT, F L =F U S A R CIRL T a BRAEI T H h L =F
VIRTFAIFE AL RONT I - ABRGITH LT aBIRAGI TS B =F RIS
TOMIETIZEAEDEF THNL=F RENEFILL T, L, EFEL D20z
O, AN=F RIEERF OMFE OB TRIBER NN E S NEE R RABSLETH L ), &
7o, HIER () Tk, BYREOADIOMENE L FIEEOHBALZ W), ERF L
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REGEATHHEELENT BT, B OMBFRICNA T, IAL=F 5D LEN
b5 EBEZHY,

BN =F BB DRIEFRINC W T, BHTHE AR Do 1208, BRI Tl DS
BRI U 27 RSN TR Y, YRSB4 HT 20BN H D ¥43909%0 IR
FVZIFRWER & LTRRHIE WD R H 523, Murata DXV =F VRZ L BRAOFEEE A
BLTEY, WA=F O THERPEE L EH]E LTINS ¥,

FEH

ZoXo, BERE)TEIN=F L ORZMAECRLTLEENLETH D, KIED IV
=FURZIRSTEBED, BTNV =F L OBEIZOWNWTIE, Ir=F UKL LTRE
TLO0, REREAIREDOREREL LTHET 200, F0RERDIEF D, F45, LE
BRhn ) —, RERBOFE, HRNE, HERE, - RERZIEOER R E2BE L
TRMNTDRENDH D, L LZOEE 2L FIESCEIZONTIE, WEEH IRt E
TWD LTS XV, 2O X DT MG B A2 R E TE e W0ia R ER N & 5 H=iE R (G7)
TiX, —D2OFELE L TIEINV=F U REZIIEL T, HEEEZRO TN Z ENEEIC
Y EOOITH MG N =T L REORBREIS OIERNEEN D,

BEANGHILV_FUOREREORE - RE

BEEDEEER@IZBITIHIL=FUOHET
FEFIELT HFRICAVWRESIE. 2-10 mg/kg/B . HIL=ZFURMEHNELTAEIZALSS
&1& 20-50 mg/kg/ B (BIRDIKRICEHE TEFNDERESLHE)

EEL.AL=ZFURBIORSEISOVTIE., B (B) DRBRECHIL=FORZRE.
MTANAELCTBEENFERLGEEZRBLTRAMICHIMT 52FENETND,
Flo MHPHLZFL 2 FERERGEETEHNICITU., BRRER - BRRBIRISEET S,
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