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Steatogenesis in adult-onset type II citrullinemia is associated with down-regulation of PPARa

(RRAZIE AL > bV Y fEC I 2 BEMFIE PPARo DR BK FIZH kT %)
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[BR] EASSEDR Y hv Y e (BAF CTLN2) 133 E CTL#I % < 7 5 5 JRFBEFE B FE CURIK & LT SLC25413
BETEBRPEEINTND, ZOEETIHIEHCHIEICBEE LA WEMIIFR G0 5 Z L ME I N TNDY, F DOIIEMH
X RATH S, ABFEO B, @5 ORI & XK B O 272 5 CTLN2 FEFEEIRIAITFOIIEA T = X L2 ENZT 5
ZLEThB,

(1] 1998 4725 2012 4FED 14 4E[ TYUBEIS TS D7z CTLN2 16 fl &2 xfge L Uiz, F7AERITFRAH K —7 6
DOIFFRE 2R & U CHW, SO S RNA - HEA 2 L, IBEREEEER - OREEE ER PCRIESA LT
1y b7 8 W T LT,

5] CTLN2 TIZ 26 THAIRIC IR IEE 2RO 7= b o0 EERTh - 7=, fEmeE - 15k Bh#ET % CD36, FABPI
(fatty acid-binding protein 1), ACSL1 (long-chain acyl-CoA synthase 1), FEA/f% p F&{LIZBE#9"2% CPT1A (carnitine palmitoyl-CoA
transferase 1a), ACADM (medium-chain acyl-CoA dehydrogenase), ACOXI (acyl-CoA oxidase 1), VU A% [145UAZBi# 4% MTTP
(microsomal triglyceride transfer protein) ? mRNA J6Eii% CTLN2 THEICIE T L. Btk & &L A0MBETR L=, IEVEE B e
{bREZ KT 5 M7 b 2 ARIE CTLN2 THEIIKE CH - 7=, BETFHEBLOME L HH T, CTLN2 TIIFlE Ol B
AL RBEE I SN TWD Z E BRI N, —7F, IREFHA RS CTh 5 FASN (fatty acid synthase), ACLY (ATP citrate
lyase), DGAT (diacylglycerol O-acyltransferase) 1/2 72 & OFHBUNTZEN 2o 72, FEHIFE B BAILITEENZ BE o BL~L A% o
— LHETEAITE L2 228 PPARG (peroxisome proliferator-activated receptor o) (2R AT &L TV 5 D T, PPARa 12 L T H %
FtlL7z& Z A, PPARo OFEBLE - #AE L 12 CTLN2 TEHEITIK T L TR v | JEMLE & & FHEEZ 2 L7z, 5612 CTLN2 &
E O TIZ INK (c-Jun N-terminal kinase) D U U EEATIHE L TRV . PPARa DFEHZE T S5 —~H L HEN ST,

[#7%] PPARo DX T & ZOfEFR & LA U ANEABRCHIE T 23, CTLN2 IZBIF DMK D L 5 5 cdh - 1=,
B ORERIL, FRERIBEEFIE & NEEH - PPARo & O EZ R HMAEZIER L TS EEX BN,




