E?y%:?ﬂﬁwvxxau—:ydu%?am%
Ry RYA KRR Y- T L BREODBRTE —

w B — B
(RRK NREH)

MEEW

B7YEZ7OEREREERBY S JVREEOMIC. ZIRMEDRE
HA 2 WVBETHEL., FOHEIEMNE  SABOEICRNTEEINW
EMBRARIY—ZVITHRENRTWE, TOHELLTIE O BR
MEELE*AVWEREBBEORIV—ZVY. @ BE7I/ B®2R7
-y $355.0 PYE_PRRMETIHEREND S,
FE—H RN —ZVIORRERBLELBYVBIRHFDO—D L LTHA
BEDHIML TWBZENBUTENATEY, HR A2 -V 7HXK
OHARTEEFTLTLIYRWAREZEORTINLEBIL LS.,

mEBR
. RY RYA KRRV —ZVTILVRBRRINEZNX ) ONTB
REE

MENEI»SHROBEE Y4 —(FRNEBHERK $600, 35
RBRB H300)ICEWT, ZH- BEHSIKKIYHERSIAE7YE=7H
EFXFYPEFRBVWTIRY RS KRR -V T %8B LE. TAICEKY
BRRXNETFIXZJAINIBREOEMNE*BNT S,

EGPIIERIBOBIRT., £THEKE 32805. 77 H-9ATH- L.
ER4ADPSHBADOET. BHEAEBRL., HBLaniRradi->T
Xt COBMAR7YEZ7OEE (1025pg/d)NRBEI iz, BEN
FRTUSREET. BRI IREOBET. FRES(Le->< Y
¥ 5KREER). FlE(dm). FRUITEZBH/BOLNE, EELLLRR
B0 (200m0/ke) BTV, X BIC L-PX= Y OBE(800me/ke). KB
B Y)Y L(0.259/kg/day). L-ANWZ=F > (100mg/ke/day) 5 5 L
. XBRBMR 7TRESMED. MERERXBBALE. BEAERICER
BV SsERW. 1BIR O EIOSEBISEA - BFARLE. CThICK YA
R7YEZ7IXIZ2ERBICE 165ng/dlETETLE. AP7VEZT
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AEENLTHLUBHERL T NoroRF AR LS. R4ILEXR
LARW - BRELEELE., TZTCHREQINZ (BM S-2) e HAT
I BKR(7 I 2—BEB) 1.69/ke/day OG5 ¥ LE. PPV E
—7IIEBREARY 2.59/kg/day X THENS TSI L. BUERLE. £
DL 1.59/kg/day~1.393/kg/dayDBHAT7 I/ BR*¥{ETEHZ LI
&), AB7VE-7HERBREIFEBILERSIATWS,
FIXZVEBRETEZHNOMNP 7 I/ BHE. ZXY - FWZFY
DEBRLEM@E, VAW VOBREERENSBOEN, ¥/ INIH
CEOAAREDESENLTWE. ROER/IODZ RS T 7410 &
BHHTHTZNEZ/ OANIBORELRERABY 7NN NI B
RECLSHUE. L-7NX¥ - VIEMIEY 500~800me/ks/dayik 53 35 2
ricky, MA7PNHXZY - FN=_FVER. EELBR*BATLERL
2o (EBROD2~3E) ABILEZD— MO 7 Y R—YZAHNHRLEN
Chik Cl- AFKLdbDeEILNS,

2B *¥BLTEREAHBRLTWE., FOBKK. B7 Y E-7ME
KB EBDODREDN, TORBHBEBE*SHLTWEIZ L BYHBELE,
£%ARGARER M7 Y E=7102509/d0)D A= F VilIE. UTF
DeBYTH>, £-. AREBORPBAD L BOFRLEML T,

i1 - 73
Free . 30 pM/el 47 nM/mgCr
acid soluble acyl 16 42 il
acid insoluble acyl! 7
Total 53 { 89 il
orotic acid ' 8.52 pug/mg ueatine

. RBESAINVEREBILALNS, 2REEH)V-FVIE

INETHRANAHWEBNEO—B AF o VyEBNE - 7ot Y
BMAE - PEBEB7 WAL YR 77— ERIBE - RERB7 >
WCARF YR 7 x5~ EREBELYTB7VYE-_7OELEKAN-F
VRENK B EFHLATVWS., —HTRERELLREBE Y —I5Y
WLk, PRVEELEBERBRBYEL>TWERBY M I NVEREDR



EN. BRRY*BEE L TAIK ReyeOERY 2 L. RESPE(LT
Bz NATVS, FEACEFKEBT L TCWELHRIABL L
ReyeBRDEKRE*EL ., REDER REYV M I VEBEROBH/RBTH S
CEHBOOENEFIBEINRTWVWS, X510 ReyefERBRUEL D
FRATELTE ReyeBREBRH T, BAN—FYMEIETEZZ L, F
EANZF VORI (REODHMTHNAERIOEROKEDAH
BhBZLHBHBATNS, ﬂ

FITCREBEY A INVEBBERBFRUANZFYIRIVAAIWIINIF—F
(OTORBEDRBEBICADE 7 YVE-7HEREBROYS Y T WIZOWT
NEDOEEAN=FY - PUNAN=F Y, ROBBAN=FY - 7
DWANZF Y RUBRBOFOBM7 DNAN=_FHBELE. £
72—BORICDWT L, secondary ion mass spectrometer ¥ BWT 7
IWHANWZF VDT IIWNBOSH* T E.

BB AT TICRELEFEICEL YT - = (Hatsude J etal.
Pediat.Neurology 2:90-94, 1980) .
RINWHLEML, B7 VEZ7MERER BE T control LA
THEOERAN_FYHEFTL. PYNVAN=ZFYHERL., acyl/
freek HNBIEY*TRLE. TERTOBEEMREZININ=FY wTh
LOPMBHB/ML TWE,

_ _ REBAN_FXNBIVFZF=V
RREC 2 (= (1 ~ “mggmrv-—F v xR vFF=y <100}

WETLTWE, FCTRERBANV=FY - 7INANZF TR
ETLTWE.

UERREZNTHhDED P<0.005~0.02 THERTHH-1., RBE7 Y
WAWZF I acetyl HBEHB <. Db octanoyl, adipy! & &

subery! carnitine TH-o .,

uuomﬁﬁkﬁﬁzuﬁial:ﬁm:;yﬁsﬁ%
ZADITCBH REBEWK L-AN=F ¥ (100mg/ke) 2 REL. B7 V
Eo7MEORERREBISHEBZLNTEXL,

—163—



Table. Carnitine Concentration in Serum, Urine and Liver

carnitine
free acyl acyl/free RRFC%

Serum carnitine {(nmol/ml)

OTC def. (n=16) 28.8+3.1* 18.4+3.6* 0.7420.16*

Control (n=27) 54.7£2.2 8.121.5 0.11+0.02
Urine carnitine (nmol.mg creat.)

OCT def. (n=9) 183.1+97.9** 416.1+81.6™* 94.8£2,1%*%*

Control (n=27) 45.0+8.3 170.021.1 99.4+0.4
Liver carnitine (nmol/mg NCP)

OCT def. (n=12) 2.45+0.35% 1.33+0,23 0.75+£0,23%

Control (n=14) 7.02£1.40 2.20+0.54 0.3120.15

* p<0.0l (Mean+S.E.)

*%  p<0.02
***  5c0.05
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