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BE:OVPEICEY S Wilson BREOEH I X
L—hE b LCIIHESRONR LB TH B,
AHED 2V IRBEICHFRSIC - ESNIC TR L 1T
bt 3,

1. AFL—FE

1N)D-"ZI 532 bPETD Wilson WIBEDE—
KERETH 2, #EHEKIZ, 15~25 mg/kg/ B % &M
FEERHC 2~3 Bl P TR 5, 2D EE, SHTE
BERE (AR 1 D LORAB 2 BEMN ES T O KA
Bd 5, BEOHR - BETIE, BAETOSBLESL
TLEW, MR ICRINE T RFASRSAETE 424
b, ERIEEERHG T LRI, #EFED112E
oBERL, SEETHRES CHET S, AEFOM
BERIZEWER O HBBEEDS 20~25% LBV I L TH B,
HOREEEPEHME L C0BELAEABA SN
LERFRAEWEE SR AR, £, MEEREE
THREFICH L TiE, —Bc 2 omEREBES Y
BEEEMDH B0, FEPBETH 5,

NEBF)ILFL D25 I vBZOEIER
W D EATERVH (=Y T I VR R
WHlicfvweNnD, BIRERECHD, 7, HEE
RIZHT 2BBEHRPE O L OBEY D 70, MREH
H B VIFFREREFCN L Cixmor o fEHT2 I L
bH b, 40~50mg/kg/H%E D-=> 5 3 v LAKE

69. Wilson J&

MIZEERHC ) 2~3 IO TR T 2. AEA AR, &l
ERBEDLDTAHABRVI ETH B,

2. EEERER

1) EEERER  Héh & LT 75~150mg/H (RAR) &
5iE 3~5Smg/kg/H UNROBEE) 233 LT, &
BT 1 RERS U < I3tk 2 RICNER T 2, FIERIES O
TERRBIC B THERT 2581, ¥ L — FPELHA
T3 EMBEE L, REBEHEREORES H 2\ IZFERERT
FEGNCIT LT, AFBEAIC X 28RV TH 2, F
REEREERARAL NN LY, AEFOEFNTH
3,

3. {BSRREE

HOBWE%, HERBRICE 1mg/H (LRI
0.5mg/H) ITICHIRY 5, 2 bo— )V REFLRKH
iz, PRHEBEYBEHT1.0~1.5mg/HE TE
WAgE T 5, %k, HMABAZARL V3L 2,
XL — PROBICTHEETo T3 L EIFIEHES
FOBAHIRIISEL W EEZ NS,

4. FrsHE
LYPETRERTBEIASZE L HO 5, BFEFRE
Wilson JREERY, AMED 5\ 3B IRk - 224,
FANRAE TLAE I & B RO HWE HiflE & CEAHED
BEENFBHEOET E R EEZ N TS, L
L, MEEROEEZBEN L LEFBHEEELD T L
V3,

Key Words: $, /O3 X3, D-~RZV53,
BErNIF, BEBHN
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FRI N - BERETHERINEIN=F U RZ
R E R

1.2 A

B, ERMOETY—AI=F Y MEOEENETS
n3&5KB->TE, MFLWHAZED/NILTOVEF
MUDLETY—HILZF > E#E LT valpronylcar-
nitne &3, £, ERFIVILEEZEOREREG T
U—AILZF > &S U T pivalonylcarnitine & 7%,
CDEHIMFBHIILZFUEIMETLT, SEDETY—
A= F v MECERY SERMNHIR U EMNL 28658
EZhTWa,

INBOMEVICENIE, BEIIILIPICIEZOEEE
OENS, EAFy, hIL=Fy, B L, 3
UERGEDEEENTHTEBEVWEINTVWS, HIEL
T RTOBHRIINITFRICE —BICHERT 1/4 D
51/30ANZFUOEEETH>ItERELTWS,
FI/BIA (BBRILAVI—-ILIA—Z25HKE) &
ESKHABINEENT, SBCHILZFUrRmME
nTWaWOT, REBICEBITNIENILZF Y RZIE
HTHDB.

RIEBRERE, TLYY—I, ILYI—ILP DY
YIRVESRRIRTTFI/BTHDII DS, PI/B
HAEFo<BLZEPREDZ, TVYaTFUFy R
HEZOHNZFUEBEQEBEIASNTED, BAL
ZF v MEDRAEE R IEFIDKENH B2V, TPN (1
BIRAORE) HAICEALZF U ORMARENTES
9, REIERLLESCMET Y —-hILZF U ES
BRBIEHPFMENTWVWS, BKTIE TPN BITHEGICE
T 2FFEER & CRRIFRAFERRICIE I ZF > ORE
EEHAEN/HEINTWS, UHL, DHAETRHEDE
BEMEShhTuniERN,

ANZFURBUTO I >DOBEMIS, TXILF—E
ERBICBWTEERUBEZ DD &S ND,

1) REEHEOI NIV RYPAOEEICHATH

%,
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2) SOV RYFAD CoAlacyl-CoA D LLER% 5
BLTW3, CoA LA =ZFroBRRICELD I K
Y RYUFPRIZTU—D CoA BEHEEN B,

3) MREETHIT7VIEEMEANZFVIIAFI
& LTI L D BRE U RPAFERT 2,

TU—ANZFrORZIFERD T RIILF—RBICK

ERFEERIFL, BEREEFRICWES UHIEREED
AL H D, CNOSERPERERECTRET DL
L, BELBEBEOBHBVCANZFYOFFHREEE
BULRIFNIERSERW,

2. ANZFUDOREZNER

FILZF i 1908 FICFEE T 4] vitamin Br& &
EhTWwh, BERKRNTEEEINZZENS, EY
IUVEBYMEELINTWS, HARKBWTIEFALZFY
DREBED 715%IEBENSEBRIh, REOHW, A8
g, BABEIREEN, EKIRFERIEBZCEENTVS
EEND, BOD25%IEFFBEBRTY Y EXFA
ZuhBEEENG, ARTEXLCHRICETBRILTHL
%,

LROAINWZF U ERBERBAD 1/5 BEE XN,
DHEBEIFEACEHETERV. 51, AR
BRBERASEWBBREOT, COBBICRERANLZFUR
DEDORBREEIASNTWS,

HWNZFrOoBEvrEXICETZREERR, HILZ
F RSV ARG —RBELAT S TLEN,

3. RZDER

ETU—HIIZFVMECEWNTIE, SHEEFRDI
ROV RUZAOEROFAICED, BIFEBOBELL
BEEINhd, ik DO F—EERREIC
ETLT, CERIRILF—2KEBICHETDHR &
7, DE, BCEXRRERIHERT 5.

IRLF—~IEBIREED Z &5 T RUEDBEILFH
AHEE, BHERGE THAIKRAZThIFEDEN
40 %, R - TR & UTid Reye BOEERE, OEEE
BNHRIEEE R & OBER, B b U EEnRE, TR
F~ISADRAREBETCEBEE, FuhhA, BN
ERRERBRENF—T—RTH B,
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ANZFURZEILEIDVOERIINBEHED B
fEEEIC & DIRAKRER - TROFEHERT ITRT,

4. BWIDI=HDIRKREE

PRI H T ERERUVNILZFUNBEEERIE
2L LT, REFNLEEUNS, HILZFUBRDIAH
BE ALZFUUTICIILOREE BEhELBILER
fE, SRS VE-FIE SREEHBASHESE
BREEENURFNIERS BV, COLEHICIFEZEDE
EREZERE TS CEERTITHT B, mphL
ZF U DEHN S DOEMEEORNERICRU .

IEIFRASEREEFNOREROT b VHEORET
&, sy koINS T UBEEERI AV &
WEINTWB, LEENH>T, ThUEDPEEELDE
BTHZERFT, DILZFURSEOTEMETE
TERN,

FUFLANARY NOX—=F—z2BWcllh 7 ILA
WZF o 7a7 1« —ILotrik, AIL=ZFUHBERLTVL
BEE, ARUEEEBRAEERE SRUEEHEBRAHE
EEOZKICEWTIHEBICNTILGREERTHZ, &
NSDEENREZ SN EZICEREDRETH S,

5. REANDWIG, T

HIVZF Y OREHRIGERFE TR 3 DO
FlckdeEZShTWS, UNUERE, £XEERE
EEFEO—E, AFIILYOVEBOE “OEAYH >l
ELUATRANZFVOBARBELCOVWTEL> DDLU
LTy ARCEIWCREEERR GV, IFROAHIL=
FuREDL SWETINILRFBREIICEENES

®1 IPIVFUTERBRKBEHEEED

FHEBRAER - FRR
1. 2503V -EERBCEE T EK - iR

1) B4 o ELEE BEeBECESI ey
Z\W) ,
2) Reye HIE1ERE, FLADRIRATLIEIRES
2. ERBoOEHBESMERICERT 3ER - iR

1) BEEEET, HHET. BEROHE, 47
Qb RE, SEHRRE GROSEHIA
5 DERE D HET 3)

2) BBX, DAEEME

3) FFEEX

4) BERORFEY

3. —BBREOEERR
1) RBE7Y K-
2) B7 R TIME
3) CK, GOT, GPT HE%

(A5, 1995)

DOMZDOWTE, EEAE URREREBL, LRSI
BRI ERATWBARICE BRI TOHAILZF
vht 26.9umol/L TIZEEIBE LA ICKE AFBED R
WZEERELTWEY, FAEANLZFY NSV RR—
Y —RIEBEREBEOMT NI FVBELREHSEICL
T, EEOET U —AI=F VIEOEFICHLT, #
DIEH 20umol/L ZHISBRWESICHILZFrERE
LTW3,

e, BEICERE BREE MITVWIhAXRDRRE
BREDEMNT, AILZFUETOT 7759 —DHdEE

[ mepn=7mE |

74— AR 217 EEE
20L°F 70l E 20LlE ]

] !
REDAN=F AR TUIAIVZF MmepHI=F
EAELBRINEE TO71—IVRIE REOBR
BHLUER! l

|t<c7u—ﬂﬁﬁ\

AINZF TR CTP1 B CTP2 EEfE (£5%) CTP2 EEfE
R—2—BERE HARehE HNZF NS RO — X BERE (EB53Y)
EMRA EIEMEE SRILREE
Fanconi fEEE¥ SERMERBOELE
RERE

B WAL F o EICBITREHOFRn
(BWER : AL =F o RBEFE. ANIRNE 41 (BT : 388, 2009)
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R 2 FENLEBHEIND, BB - BERE, POBRERTICLDIN-F U REEFHO—ER

fEGI | SREER | MR fEIK BEMR SREEH| REE | SmEER | 5IBEXH
1! 3,8 B | 2R free carnitine 0 umol/L BAj& 6052 |3 »R =SUEs | 2)
2 | 3% B | g, KIFE free carnitine MIERELT | TL >4 — (12 »B | hEETS | 7)
VP
3| 1MA R | @ |BEREREL free carnitine 8.7 zmol/L IL>a—{11»A SHNER | BERGI,
P RER
4 | 2/ B | #REOHE — BEREH — KB E O |8)
5 | 28 HAREVDAFAE, | free carnitine 10.0 gmol/L | TPN #20H EEBE |9
B g
6 | 3»A B | FFH¥EEEE, 5 | free carnitine 13.8 umol/L | MCT 37 |2 R BEHT |3
CK IiLfE
7 | 8% % | SIBME free carnitine 22 umol/L Ir>a7|2%567A | BPE—E | 10)
Uxy K
8 | 5»A Z (B, BEL | — TPN 5hB% | KB |1
[
9 | 8»A B | FFeeEE free carnitine 19 umol/L TPN 8 nA HMBF | 12)
10 | 12 fEf BHAEBIEN | SBUEGINR TPN HEAF | 13)

R [—] EHBLAECABRILTREBTELVWEIATH S,

CBEIEBOHEND,

AW ZFrOROBEIC LS LD50 4 19.2g/kg & &
PHTEL. BHERE UTIRIES, BH, #82 B4,
FTONABELH BN, BeEEFEWERITHD. N
ZFVOBREBRERBICIDIESETH B, BICHK
BPNLHE THLBEERILNS, BBREA, FiO
BIRRBHTICEDIEELRS, RTREFHETTZE
3% DT 20~30mg/kg/ B THRTH D, HIZFY
kS > AR —% —RIBEE TIE 100~200 mg/kg/ BEL L
MRETHD, EEBILGES L Tld 50~100 (200) mg/
kg/ BHRETH o

BRINIEFERTREEICE SULSEBICHIL
ZFUERSELTHRE, BHILZFUMEOREERBH
RiFrhiEdRsimn, BERBROIREAEDHILZFY
SEBRAEREMUT THZOT, BEONSHIRET
H3, TTICRBREOBELUTVLWIEFAT+BEZEDH
BEF, MITWhARDOREZ L TWBESIE, RS
L OBRESPRBREARSRKICEVWTE, IFALZ
FURBEZBEAELTEANLZF VU REOREZFHN
BFnERsiRn,

BH, BHRILIOBEVLRBREARSRICENT
&, EAFVORZOFBEESGZVOTEAF Y OHEFR
DEBHLDHDAORETH S,

FLEBRRERTEETH, FESRERE L CER
HHEAEICE, ALZFUOREEBEETONET
H5.

1388

BRI, INETHRESNTWBIREBEYLBEHRI L
U, & - RERBRES, POBRRERTICEIZHIL
ZFURZERD~ERER 2 ICRT,

Key Points

@ EH%RINY, BBREROEREATEHE, H
NWZF o OEBEBIIEEBRS T IR TRV,
COFER, ChoDHEAERBICHET S L
ANZF L REZEPEE D B,

@ HIL=F U RZEDIER I Reye BEIEEE, L
BRIE, MRERIRE S & OBER, B4 oM
KIMFE, TRILF—U54ADHDOER/ME
E, TuhA, BHE - BRFEREETH D,

@MW HAN_FURZERILIBZDZDE
BEBERLD B LSS, REEL > REE
BEYUVETH D,

@ T TCICKRBREOE(LL TVWBEM, BEEOD
HBEN, FEEDSH ZEFAPRIVIAED
BRA% L TWAEGITIH, ThoEHRILIP
RERBEREESFCI—BOIEIVETH S,

@AEBEIANZFOOHETH D, MPHILZ
FURBEREZRZULTLENSHEISEEZ
BERNETHB, LrLENS, UXRIDEWV

EFITIEFHREETOINETHDIEEZ D,
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