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EFRUERBRARBBEEDOR 7 ) —= v 73 vR VvBAHET (UUF CAA) A R70<
F 57 40— (BIF GO, GC-= R A ~R_Y bax b —kKLBRERBAFENESHODS
NTVBY, Lh LRBIOEREBIIEROSHREICE - THFLLEMT S0, HENTD
ERBORLASTEXYT, DG ARARLIBAND 5. Bll, SREEHRERAMATEE TEEN
KERBTIEBBOT VL CoA EAN=F VEBEE LT YVvANV=F Y, TT3hb, £
Fuvo VYBREE oL VBIETR 7o =vav=F v, 4 VEERIETIIA Y
NUYMAN=F Y, S VEBRELR TRV Y vav=F P, Frgg7 v CoA
Bk BB ZREE (LT MCAD) TRA 74 /7 Avhnv=F vpRPicHitt 5 T L8
ST 1P ISR VA TAY P =TEEHOTEKRFO o =vhv=F Vi
FEL, FotF VBRIESE 2 F v o VEBRREOMERMBEOTHRETS 5 C L ERE L,
FhIT—RAPT PARYN—FAVI2RARY bud b)) — (LIF FAB-MS) 2HWT,
Bov=F VEEBRIORE 2 5 /A v v=F v ERIT BT Lk D, FERO MCAD #2
WP bhlibhid CAARGRHLAET Y vhv=F YHESTEEZR T vy VR
RELBTI VI YV VAV=F Y EREL LG, COFEE2EREERBRAERBEDOR 7
) —= v SEE LTHY T 5 7.DIKBRE L0 THET 5.

HEREIUOTSR

SEOT I NAN=F ViIAN=TF VY EERBOBEAYS VIR 074 FERIGSH,
OBHLL L DHEHE 5N S L THE L, FAB-MS &70 b ¥ NMR THE L.

Jov s VERRRSE 1 BB, 7o 4 YERIUER B X CREFIORISEA 4 v REMIEE RN T
BEBEREAF L. V7 oBRAGIRO TADPAFIODR (10ml) FEHET SEPAKC,
A=+ PIREAL, 10ml DEZKE 5D/ — 2ml THEHR, 2ml D 80% L ¥
J = 2ml THEET Y vh v=F v EER L. EHREEREEREIC 0.5~1.0ml OXEE
RICEREL, £O 100 ul 298 L.

CAA (HEEMEM) k27 vvhv=F VREBICHE L FE 2R ICLT, &
ST v vh v =F U HTICIE 120 mMGBIEEEE S ) v 4 (KR 2MA 7 10 mM BNy
Ty —/5%T b= bV NEESEKREL, HF7LEEG40°CEHV. DET VAV
FYODICIZ 35HBDT & b= b ) VEBEE BT
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A: Chromatogram showing separation of free carnitine
(F-C), acetylcarnitine (A-C), glutarylcarnitine (G-
C) and propionilcarnitine (P-C).

B: Chromatogram of urine sample from a patient with
glutaric aciduria type 1. IS=internal standard (pro-

pionylecarnitine).
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Chromatogram showing separation of 5 medium chain acylcarnitines.

A: Separation of synthesized isovalerylcarnitine (IV-C), hexanoylcarnitine
(Hx-C), heptanoylcarnitine (Hp-C), valproylcarnitine (Vp-C) and octanoyl-
carnitine (0-C).

B: Chromatogram of urine sample from a patient with epilepsy before val-
proate therapy.Peaks; 1 and 2=unknown. C: Chromatogram of urine sample
from the same patient on valproate therapy (8.2 mg/kg/day). Peaks; 1 and
2=unknown, IS=internal standard (heptanoylcarnitine).

K 2
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Calibration curves for synthesized acylcarnitines.

A: Carnitine (F-C) and short chain acylcarnitines;
acetylcarnitine (A-C), glutarylcarnitine (G-C)
and propionylcarnitine (P-C).
B: Medium chain acylcarnitines; isovalerylcarnitine
(IV-C), hexanoylecarnitine (Hx-C), heptanoylcar-
nitine (Hp-C), valproylcarnitine (Vp-C) and octa-
noylearnitine (0-C).
3
wFNHNZF 27, FF VA= F v 510, et =H=F 594, AV
VYA =F Y 33,0, ~NFH S ANANZF Y A0.8, ~NTF S ANVAN=F V551, N
FAA NI NVZF Y 595 FIY S ANANTF Y 842 Th 1. RPCIA BSOS E
BELZNEFNAELTHY, BEL TV, 100 mM O@IEREE « B/ xy 7 7 —TRER7T 3
JBEDOE - ETeFVAN=F VORBRIRTDTH - 120, ZOAREHTRT £ F
WHN=F YOREES XL, TORPRIKT ot = vhv=F v ORHMBAIRRICIE » fo. &
SoBEEHE 3 30 nmol/ml~70 nmol/ml 7 5 1000 nmol/ml O TEE 285 L OERE
BEH o (K3).

TN NVBRIE1IBORTRT2F VANV F v EREFORICERD SNV T vy ) v
Av=F vAEREL (2 1B), FABMS SR LERE 5 — v Th-1Y. /7oy
A YBOEAORICE I ot =vir=F v E2HHE L.

N7 oBRAFAORTEZORMAT (K 2B) K@3@D ol svrFafvhv=Fv
AE LI (M20). ZoEE vy oiEiRA 1 BHE 5 BEODRKRT 40.7~47.7 nmol/mg
creatinine TH - 7. THODRICIFA I ¥ /A vANV=F D=7 ZBHLNT, ZDR

I 7nmol/ml LIFTH - 72

= =
HRMERBARMBEEICBT A Vv=F Y ORZIREEZ, EERICERLIT v v CoA
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BT INANv=F v E LTRPICH SN AEREL L EELONT VWS, TYVAINZF Y
DOERFIERZLERBRABR L LTNES TSNS, Tyvhv=F YHfick->THV=
FUBREOENENEESBONIICET 5T, TOBWNWMEISHEYINEEBbS. L
LT Y VAN=F VTR B R REERBRARREEDOLWIC T 5 ERUORE IR
PRV ZREROETHAVE L LOTXABERT Y vhv=F v ERSIESRET
LTzt Bbhs. CAA ZHWIANERRTOERELR OB THRTE, &
MEOTE =) WVBEAEZ B LICLY, BEBICPHET vvA L= F VOSHHE
BeLlote. AT 977V V VERROTT & M= bV VEBELBREAICEINITA v
VOWHWVEF UYRANFY ) ANVANVEF Y EEDLDERERO 7 Y vhv=F v OREKE
BOTHARed 135, £l xvT o4 vhv=F YOERBICAVEIIAELEISEICABRDE
WORTE, BTNV AN=F Y, FIRA IV Z ) ANVIN=F VOBRBEESTEICGHATE
5MDT, $184 acyl CoA Bk KEELR/KIBME (MCAD) DERBEOZWICOERTH S EEBbh
5.
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