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A= A (Fig. 1).

AL A 99 A AYSE A HA A3 Hb
9.1 g/dL, WBC 20,480/mm’, platelet 674,000/mm’,
sy 7}27A4 pH 743 PCO: 214, HCO; 144,
PO, 10418 B%3, 84 ¢EYo}l 400 pug/dL, AST
512 TU/L, ALT 516 IU/L, total bilirubin 2.31 mg/
dL, direct bilirubin 0.85 mg/dL, CK 3591 IU/L,
CK-MB 239 IU/LZ 55 323l ketone body <]

Aee g9t €% stE2Y™ ZHAKtotal carnitine
22.25 umol/L(R73X], 45-91), free carnitine 6.0
umol/L(A7}A], 36-74), acylcarnitine 16.25 pmol/L

(AAA, 6-23)°ll A free carnitine©] %

At &

Astso] 8l

% §7]4 #HA} (hypoketoic dicarboxylic

aciduria(C6-C10 dicarboxylic acid and 3-hydroxy

Fig. 1. Massive hepatomegaly which is palpable 1
palm beneath the subcostal margin.

Fig. 2. Abdominal CT shows the diffuse enlarged
liver with low density which is compatible with
fatty liver.

(A3 A1 E 2003E —

C8-C12 dicarboxylic acid, prominant unsaturated
species)) 2 8% % free fatty acid fractionation #
Apoll A Cl2, Cl4:1, C16:1, C16 free fatty acid’t
Z7hstd e, 9y WaMS/MS)2 A#BF acylcar-
nitine AR A= C12:0 and C14:0 acylcarnitine©]
Z7}5led long chain fatty acid ©iAbelde] H3HE
284 Fck Brain MRIE Ao, 5 CT
A Ag EFHE B £ AAL(Fig. 2), TAHAA
mixed type®] macro- and microvesicular fat drop-
letsS #EE 4 YAJHFig. 3). A2 AV +
ZA Q] o|lAe gj\%\locq Autza = 5= EA =
oy HAH 25, 59 —‘?‘é‘l?)r AdFAe] H
Aol #&HJHFig. 4).

Fig. 3. Liver biopsy shows fatty liver with diffuse
infiltration of macrovesicular or microvesicular fat
droplets on the entire field(H & E, x400).

Fig. 4. Echocardiogram shows hypert:rophy of the
wall of left ventricle.
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