SR THEEEAELSEERA
THLWRZ Y —= v 7 0H 0 Hicfd 0%

ﬁi%vz-x&U~:y¢ﬁ§@%ﬁénk$%vx%yﬁﬁ®%ﬁﬁoﬁmﬁ
(A2 V) —= 7 OFEHREEIZET 5020

mmznD, FEcEED, FALEEY 2HEHY

<HEHE>

mmm%wunﬁﬁm%ﬁéhkﬁiﬁvx-xau—:yﬁﬁ%%ént$%yx%
< RN O RIS SRS (H Rk 81: 840, 1977) O DY X I VBERH KRG OH%E, b/
@i5t&ﬁ#5:&%ﬁ$bk°%%%i&,ifﬁf%ﬁ:y-ﬁvxfyﬁ$ﬁ
BABIE L, E%R6H ARICARS BRI LY Y R 40mg/keg/H DORORE
%maﬁaﬁéom¢%f%:y,$%vx%yﬁlvﬁ¢$%vxfy®ﬁT%%&
EW%%&&&%@%&WL,ﬁ%ﬁ%&%ﬁé%ib%ﬁ&%#éoEmﬁﬁﬁnﬁ
PU ¥y a—Hhik UTRESEREAENT . RES12.5kgITET 52~3RRFIZA
B2 X CHERIC LB Y F¥ 2 500mg/ H ORAK S 210 BRA, RSO REE
HEWET S, ¥k, PV FF Y2 ofkkds dinid @il KRR EERERE O
BAEZEHL —a—aXF-RECEHRRACEDD.

Er, WERIBBEE TR L 5 RRE L VIERERIAMT 5 LR BE Ui, BTk
w2, EPEAFE=Y - BUAF URBEELIEL, BERLEREHAURITRE
%@@ﬁéif,&&4V%&%ﬁ%¢éo&&4y®&5§ﬂmmﬁgawe
mm%mgai?%ﬁmﬁméﬁ,mmﬁ%@$%yz%yﬁn%@muT,ﬁiﬁm¢
AFF=220mgdll FRERL 5 2 BB EOMEERET5, MHRLAFA=VD
BRI A BT 3, T, EHIITRES2EE LR bR Etl D,

<EHLED> REYAF VIR GFEE%R, ¥ IVBERRRE IV

<@gldic> HRE VAT, AFASVHEAE TR SN
AR BWTIZEIE24EN HER RBREIE B AS7 5 WBB6RE B & K IS A2 5 22\ B6
SRB MG L LEHERT A RV Y =2V FEBEREFET B, BEFEEKRT Y AF Y RIE
BRENLEAECHRIE SN, REVAF Y RIER BERA FF=Y c MYAFURICEVEREEND
/105 DBE TRE SN TN D, FTY AT PSB6 K S T3 B 2 R SR R HE TR L,
Y RIEI I ¥ X 2/B6 (B6) KREFIC & >"Till B6KRIESIC kY IWIAETHD, TZT B

1) WERZENRE, 2) KT7HEAY, 3) NTTHRAUHESE
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52T EERMBHIZ X - TREINEREV X
FUREOHEEN HRIESCIX, LR,
500mg/HOB6DKE O 5210 A4, It A
FF=VRBIVRBPREY RF Y OETE TS,
B6REETHNIZBREBEH R L, HHRE
PR BRERDBERGT D] ZeXRED LT
w31,

L»L, A« A2V —=V SRR
BVAFUVREOHERD DN ZHELR FOh
KEY FHI500mg/H 2O/ GHEKE LT
AERERAL, HRRIET, BRBEE FREER
FEEREREZE LEEASEHEIN, &Gk
OERERIEHI R THED5), 22¢, 4H,
N BRI L VEEOREREHORE LR
Hlc. Eie, PAETEHENLTHEFRE S RAF
VREDORE A Y EEOBRRE TV r— itk Y
WAL, BIER2EBEELZRI Lz,
<WHRAEHE>

B6AR#EIZEATIXRBIUEREEL,
B6ITH O IR X U'B6 DAt - BiEHE ML
B6DkE R, #5HM, BIUBREERLOBIER
EAW Uic. BT ERHLBARTFRELE ¥ —T
BHFREINTHSRESRAF VREOH GBI
REA 2 BFEERTHA2050EREIZLICT
Yir— PRERMEEZMN LEE 2B,
<HER>

1. HAERBLIBOBS KR T A F RiE
PIC B 5B R RIZE T 3B6ORS B L
BEHM &R DD

EADOERBIVALLI0ETH -,
Hollowell 5 DEEHTiZ, ¥V FF T2 25mg/H D
2~3:BMENE 5 T100mg/ HiE O 5 L F A%
RBZ LN, LrL, 2L OEMATIXEY K
¥ 500mg/HEL LE2AB FEngs4 s
LR X DB T DRIENH B,

2. B6RKEREH, AREELRERLBLLE
#i (%2) 3)~6)

BEDRBIZKE T\, WTENRHFERD
DVWRSEARTH o, KEVXFUREMD
FE X, EBISHEHI»S3I VA THY, 150~
1,000mg/BOEY FXI v 520 Y R¥4 4
U Y ERD4~13H DR 3% 548 12 SRR R 4,
R, MRiCHTAERE, BRERET, FR

2, DELRVEEREREZ L. Y2 R
ERBHOERIZTESRL~2H ATHL00~
500mg/A DY FEP AV VEL O O S48 08
TR 4, MEGOT, GPT, CPKIED LR M
Ao, BORIFHRT W AB OERIT E$1T
B 5B T5~50mgl’ Y K& v plEH:
H20rLINIC B bR, RIS, HRBIET, MRRE
B, mRLEBRHZLNE. £k, HTIEEY
FF o 50mgai@Ois L, 3004 i BHRRIE
T, BRPBICON T EEE, WREENALR
fzo

3. B6EH - KERERZR IV =a—a R F—»
Xl UTciEW

BEVAFVRE ERAREROBE, 5
WIRBIEDOT DB ABRROKE L, At
Sa—unRF—E L LIEMAERIICE LHED
8~10), ¥V F¥ I r2~6g/BD2~40) AR
AREEL ) ma—aRF—2 X L b o
22, BV K¥22200~500mg/H & A
WREZ1~725 AMBORSEh Toa —aiF—
BEELEEMADL DT FEVAFUVREMNT
% BV F¥2200~500mg/H O7T~24%E Rk
AREZEXoThma—aRF—Zhdbhi2ho
TeiEf, BIUEY F&22600~1,200mg/H D
4~22FMROB B LV BEM =0 — 0 RF—
& LIEANHEZIN TS, BENIIHE
LTEY FX3 o 500mg/BECoRERT6L A
PHOEMOBREIIRLDL 5> THY, 500mg/H
Uto RS ImMuEmERE2E LT L2
qEhs,

4. OBEIRBNWTREZ A BOfETrREsSh
TWDEREYAFVRER (%4)

FHRELBRET > 7r— FAEREERMNLIA
PH16HORIER Xz, ¥4 VBB FERBIZEE
BHAPBL20RTHY, ¥ BERIT12~
380mg/kg/H CTH o7, 16HH1541 Tl dfxes
AFVBERHRGROHRBIZLTREY, M
BN A 8K 130.2mg/dl (5.2umol) & F,
Eleli b AFF = U ffiiZ10~20mg/dl 2 HEE L
Tz, HTIRRBPBR TS RF 2 #BEE 210 L
ROBBERZ LT, BEREAFLT =) BEK
HiX16f R4 CHAE LT, 16HH12M]T
MpRESAFEBEDaY b a—AREBIZRITF
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Thol, & A EEPMEZTT BENSHAT
Ao, 26 TEELREWERIZAOh P2
7eo

<ER>

Perryll, $HR#EILBE OKREY AF VRERE
Y R¥ 2 2500~1,000mg/H Z¥CAMEELT
B6DR tE A DE CTIZB6ARRIL E L HRET
BNEIRARATNBS) , 1 5IF2~3RE Lok
EVAFURIERFREIPREDEY FEI¥
500mg/B #10~14AE OS5 L TB6RIGHD
FELHETILERDAS, TR AT Y—=
VITRAINEREYAF Y REOHERHT
HB6K KA, BEARGEID 2B WD DI
EiG Ffa T e > T RWTRE E1%500mg/ H OB6 D
ROKENI10BHERADNZD . LI L, R2T
FT X IR EY RAFVREDHERHAB LU
EARMIZEY FH P 500mg/BE2@A#E5 L,
A~10HBIRAR ATREZETD X 5 2GR
4, BBEE BRRIET, FRERQLEBERE
RBBENRTNWS I~5), i, 7 = X MERFF
BILUB6IKERIT A DS EALR, FERMAT
HEY FXIrHdnizey FE9A4Y VBEOoh
WD WITRROE 5T L0 BT EMER, 5 BEIRIE
T, HFEEZR EEEETIESHBEIRLTNSI)
6),

DX RFERBIUCAREREMIZB6Z KR
BET Rz LREREES DO LEZLND, A
RORHECREFORLNI AL THY, KT
VAF VREOREFREILBNWTH AFE =V
FHBERAINZOFERIR LD BREBEENEST
HBDT, BABREOEBAZ B SLEIZRN.
¥, HER<R - A2 Y —=VFTRERIND
REYRFVREOH TR BENZHTH13% T
553, LiesoT, FERTA  AZY—=V
YTEREINIEREVAFVRIEQCKFECERLT
i3, EAFF=Y BV AFUREEEZ LN
hAFF =V 2 ETEE, BT 3 Rtk
iz, MALABHBCIVARBRELLVE OB
HBEBEL Y, HEEDRELLERE D AL
BIZITOOPBELUTHASS.

KBIT T = A MERB2000 0 BB ER» b4
#3HA BT, U FFH1Y »E40mgke H
FCOBROBRGIZIETRETREPEID LN

TW36) 7N, hEdkg DFRE ¥ AF VRIEOHE
BHEE ERBEEHLE-TEY FRI >
500mg/H %5+ 5 LikE1kgW e v 125mgiiz
VLB E LS. LEEN-T, 6 A
AR (hESkg) iCiZ Y K¥ ¥ 40mgkg/ H
(320mg/H) ##& 5 L, HEHN12.5kgix 7252~3
EIZ500mg/ B 2S5 T DOBRELTHS 3.

T B6KBREETIE B65H, RicHdh
BRAL, FA272EOREREWERADERIIT
B6EMRER B =2 —unF—B3AHN53) 8)
~10), ¥Y FX3>500mg/ HETIRELTHD
2%, 500mg/H Lk 0 F BI85 Tk M wiE R
Ea2X et aRESEAShTWS., EY FExY
YO BII500mg/HETRMAD L NEE
LY

ZZ T, ROBERHZBRELEN. HER<
A+ AP Y=V PTRBRENR, FEVAFUR
EDLWHRERTIETEAFT =V - BYAFY
BEBEE TN, DNWTELE VAR AR XE
T¥ERBIZC L, Y K3y r40mgkg/H %
108RBA%S L, i AFE=r, FEVAF
VDB TR EORENRDIEHRSREH L,
B BB R 2ED TR RS TS5, KIGA
AN FhiIBei s 2 —Bd Ik L TREREY
TV, RES12.5kgil 72 52~ RIFIC AR S BT
WHERBIZ LeH, 500mg/HOE Y FHF2 Ok
O#5%108RAR, RIEtEORELZ BERET
3, £, PU KXok ids hide i
FH R 72 PR R s D B R A B
PRERRE > T a—a R "F—RECRBRRIC
BHD.

Fir, REAVEBERBLTE, S5
OEHBIZh? BSRER R ORNPLETH
50, SEOT7 Y r— bRAERREPLIRROLS
PR IRSIAGEY TIZR P B 5 . Tiab b,
R R ALY —=V S TRAEIN, REVA
FUREOBWTEERIL, ETEAFFI=V "
VAFUEERERITY, DWTHERL A6
HALUBRBREE OREEZXTREAL VREE b
AT5., REAL ORERIZ50mgkg/ B 5
400mg/kg/H ¥ ThA Iz X, G RE
¥ AF V0. 2mg/d1ELF, BX UM A FF=>
#H20mg/AILL T 2#HE L 5 28 B % B THEE
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BE5T 5. AR b AFF = OFEMHIR 2
T 5. ki, FBEREZEINICTS.

BB TV — PRI ZEE L TiRD
REHFIZEHNLES,

EERR HAEEELE 44BHLAENIM
PR AL ASNRYZ P EREVYY— B
ZEhRE WRKENRE TERMfFE4LE K
EARZF/PRY KEed KRG HRR
Bt BABLAE ABEKAKFENMNHE FHERLE

<>

1) £ W& - it : B R3E 81: 840, 1977.
2) £ W : HIR3E 99: 598, 1995.

3) Mudd SH et al : The metabolic and molecular
basis of inherited disease (ed. Scriver CR et
al), McGraw-Hill, New York, 1995, pp1279.

QEEEY - BEY R A2 Y —=V FES
#5 4: 35, 1994,

5) EREUF - 4 BAFERRBREZLHE 10:

69, 1994.

6) RBMHT : B

NABEET, KBEAE£ : HMEAR 23
1417,1991.

8) Schaumburg Het al: N Engl J Med 309: 445,
1983.

9) Parry GJ et al: Neurology 35: 1466, 1985,

10) Cohen M et al: Toxicol Lett 34: 129, 19886.

%1: V¥ 3 VBERERREVAFY FEICBIT S X IV BSRIEHREICET 51 & 3 VB 58 L1 5

" E ¥ EH B PY Ry 58 ¥ IVBeRIGHE W #
R TO/M
Barber (1967) 2 34Hh14AiI3s 250mg/ B 2~438 REHERL
1 500mg/H 2~43H
Gaull  (1968) 2(Fk) 800~1,200mg/H A FA = BERHIR
(105mg/kg/B)
Hollowell (1968) 4F1RD) T~158% 100mg/ A 2 F*
25mg/H 2~3/
Wilcken (1973) 5  25/12~118 500mg/H 2/
1 3n2s% #1100mg/H 238 RO EBREE SR
Perry  (1974) 500~1,000mg/H 5~6:8
—f5 . (1976) 1 65 300~1,000mg/A
Grébe (1980) 5  69/12~263% ~900mg/H EABEBIUAS BN, ERRS
B (1986) 1 2% 500mg/H 108
Ludolph (1991) 2 28, 30&% 900mg/H
1 1088 200mg/A
Mpofu  (1991) 7 3~18%% 200~500mg/H
3 (1992) 1 T 500~600mg/H 54D b*
3 (1994 1 6% 500~750mg/H S4ELL B* Y K4
* {5550
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®2: U4 IUVBEKBEREH, DICEBLERER UER

% B $OE #F SRR ER Y ERIUESR SN B OB O R

HREVAFY Yosida (1985) 1 24 H *500~1,000mg/H 4H FrigE

FRIE Exk (1986) 1 360 150~600mg/H 130 > - REORESIE
Korson (1992) 2 3R 500mg/H 7~10H fENER, RN
2% 1994) 1 18H *200~500mg/H 6H PRI R4, BaRMEE, THRIRA
W, S
Yo (1994) 1 17A 500mg/H 4~5H M#EGOT - GPT - CPK& {4,
MR 2
P#3IB6 Garty (1962) 1 118 5mg (F5i) 1 155 DINIC R iE, BinkkE, &
ettt Kit, BHERET, dvwhi,
EIRA &
Heely (1978) 1 40508 25mg (i) 18 HRIEET, Sk
1 1785/ 20mg (B51D) 18 15~205r 4% RiE, HRBET,
Bankier (1983) 1 98 Somg () - 1@ 2 LINICRAE, fEPER, 4
RIE
Kroll (1985) 1 5H 50mg 18 S008I RIE BHREET, &
Bk, FRRA A
WestiE (%8 Nakazawa(1983) 1 56H 500mg 9F R4, IEGOT - GPT -
CPKfl, Hiffufgm
A (1995) 1 17H26H *91mg/kg/H Mm#EGOT - GPT - CPKi&/E, PF
AL, fik,
1 2¥A *73mg/kg/H MEGOT - GPT - CPKi&{#, W
R4

*EY FEHry g

#F3: U IVBOEM - KB E L= a—u F—RHE

w® & o & #F IR PYFRLUBRGR BREUM OB K £ R

e AF > Mpofu (1991) 17 100 ~182% 200~500mg/H  7~24%F =a—uAF—72L

FREE ~800mg/H ¥
Ludolph  (1991) 4 (5) 900mg/H BEQE = 2 —0/NF—
Ludolph  (1993) 5(8) 17~35% 600~1,200mg/H 4~224 HIEEE SRS
&F
500~900mg/H Ze
Mudd (1995) ~500mg/H ~2% &L
1,000~mg/H Za—anNF—N YR
4
ZDfh* Schaumberg(1983) 7 20~435% 2~6g/H 2~407H =a—aRF—
Parry (1985) 16  25~53 0.2~5g/H 1~T24H AB=a—uF—
Cohen (1986) ~500mg/H 6L A ~64E &4

500~mg/H EHE  aRHgEENL YRS

* ERARHE R, MR
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1% 3 Tl o1 O BRI ozt Wl B £6%E2 OU'E'LYS "WH
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BRIz R T AWy T~11 WERYEAEY 001 [ 2874+ 34 H YT 839988 AN
WLz :
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(PR R4 (5 /84/3w) (B /5/2a)
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BRFEEHTX A M OCRGERMXTES) VIR
BXO—HTTH. BREOBRCEENATAIRANHYET

J

< >

52

20mg/dl

1977 )
( 81:840,1977)

500mg/

B6

40mg/kg/ 10

12.5kg 2 3
10

6
50mg/kg
0.2mg/dl

400mg/kg/



