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I hary RV 7 ZEREEFE (LAUTTFP) KIBIEIXI005 AMZIA L S B FHDRERK
WEFBETHD, TFPIXHADHARETB L VHADHBEEFIZa—F&Eh3, eV 72=
v b, B¥Ta=y bbpkSh, SEEL LTI hay FY 7HBIZEET S,
o 7 =2 = biXlong-chain 3-hydroxyacyl-CoA dehydrogenase (LA F LCHAD) .
long-chain enoyl-CoA hydratase (ELTFLCEH) & XiTh B2 -DEEREHLZE L, 8%
7a=y bidlong-chain 3-ketoacyl-CoA thiolase (A FLCKD {EHE%2H 5, HADHA
HDVNIHADHBE G FDRENRE R/ BB EERIMOEROEHE X, ER3>D
BERIEESTHET L, complete TFPRIBIEL 25, TEEGCFERPEREROL
WEET AWM THIHEIT, BHMBERORIBEL U THRIEL, isolated LCHADKKIE
fE. HD\ idisolated LCKTRIEIE & 2B, BRHKTldisolated LCHADKIBEIZISVT
B ELR (c. 15286>C) BMRE SN TV B 728, LEDEREN 5 H5. complete TFP
KRIBEI B U TIISEREITRE RS2V, BARTIE, complete TFPRIBEIZIVTHEH
HECHIDEFRIBE E L OIHE LW,

complete TFPRIBEIXFIERHS], BREKERIZE Y LT O3 00REICHIT b SB,
D FAERHIREDR, 2) JLIRMRER, )HBITH D, T, complete TFPRIBLE TiX
fh DARRAES R R EEIMh O BB A ETE THRAD I W BEESC= 2 — A
F—D &) REREE L, RBEHBIEIR U7 B8 ASHELLPAE B & I SR A B
FF2FRETD I LBH0 LV I MBFRFHMBEICHRE STV, .

Fxid, BCRATFPRIBERE L OBKFEN, BERFNEVEHLMICTIZLE
H#NZ, BA Acomplete TFPREVERE DEERFEY, N FENHFHEZRI L, X%
X, UBTCRE LIZBEROER 2 St 14ER (135%R) THD, FER<AXZ Y
—=U AL BFERMNTR < . 2FDERERCAELFENET R 5 conplete TFPR IR
EEREV BETRESDVIIBREESPY =R Z T ay FERAVWTHRESBHI LT,

9, BRI L L TR, BAR Acomplete TFPRIBIESRE TR A IR HIRGERI A
761 (50%) . FREUASSH (37%) & £<. WRHMFERITHLT2H (14%) Thotz,
FAERMREROTHP, 6FiXE%Ir AUNIZEL LT\ e, E72E 0 01FIicE L
T, E%2A B LIFELECRR SN, DFEFERRIHLTWA bOD, HiLe
HRERNIRVWCIRZOTEBBD THLWIZ L ¥bh ol BEUERICEL T,
FEESEID 5 b, 4ABNCKRIEHREELRD (D boflixkREvyra—<)—Lty
— AW ELBEIBEE N T ) | 4B R REBSERTEZRDZ, chbo
B0 ZEOREN H DHRRAHEREEEICBO TR, EEAFHENRL,
complete TFPRIBIEDMEBEREERE L WL D, Fi-, BEEIX. AR TIIR D2 -
Teo E7214510 5 6 3G OREAA TR R IR % 1R ICHELLPERRE-C SRS AT 2 38
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S FERSE LTIX, BA Acomplete TFPRIBAE B 1415 5 361 A3 HADHAE B F I,
14511061 23 HADHBB B FIC R 2380 7= (5 blFlIERFLEELRAETE ),
HADHABREFIZRE 28D BARNEFOHE BRI, ARSI THRET
5, HADHABGF IR E LR HEFIISI& THHERPRER Tho 2, Zhbd
DFERERE LTI, BEELRICIZFETRRLRT TSV IS FORER, F
VBV AEEDBHADHBE W ol led TH B EELZTWD, EI-HADHBEGFIZER
BRELES, 2 Vo l@lmiTERCEEOBEOEMANHEE2 AL TH, RAROMER
MNERH B, B EIXRERDTT V7 complete TFPRIBEERE DI & VW2 5, HADHB
BEFRZIIALPRBARAOEHELRLEX2ERIIRL, RHLBVDLOTY
c. 133ICPAMBRRICALNIZ b DDHTH D, ARFFF TIXHADHA : c.361C>T, and
HADHA-HADHB: g. 26233880_ 26248855del & \ 5 2-2Mnovel mutationZREE L7,
g. 26233880_ 26248855del iXHADHA-HADHBEGFICETe N BERRRETH Y, ZhE
THEEFICEERIERREOHETR,
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R haVRYTZEEE CUFIFP) REBERETH~BAACIAEENAFEDRER
TERERGE: PR EE CLTRB{LREE) ThH3. TFPika (TFPa). BLUB-YT
Zw b (TFPB) MERANTIIEARTI Fay RYTHRICHA L. EHEIBHE BB
IR EAE T 5, FFEIE. 4FI0 B ARATFPRIBERFORKREGENEMERTL, K
KOEFE B L= DTH S,

AHFRORIT. BEKEFRTEE L ARATFPRIBESSE. HMOVEFAZSH14
fEF (13FR) TH . FAERTAAIZ V- FIC KB REHZRL . 2FIRIERIC
BT ESNEFITH 2. SRHEISERERPLECZNFT R, 5 TFPRIBENEEDN, EIE
TFREHDVWREREBEESLDVIRAY 7Oy F2HWTHEZSH ENZHOTH S,

ERERAURRE E LT, BERATFPRIBESRE TIRET & 1B ARERNTH (50%). Fis i EIALS
fil (37%) &<, WLIBHIRERNL2H (14%) Thotz. Hit RHAREROTH hedlitER
3y HURRZFETL, ROOIFICEL T, BRI BITOHELETRRINDIEE L WK
BAGRWTWD, ZNITH UBRKOFIDIRE TR, FHEIBHRERN126] (23%). LR
HISEAERISH (67%) . BIFEMHBANGH (9%) THol. BEFKEDFEDITAAAN LK
RATRIENDDZ EMDM ok, BEERE LTI, BRGESHADS B, 4G HASH
BEEZRED OBWIIRERES vILI—< Y — o —XFEBEICZHINTVE),
F/eAFNTRIFIRIRE S TEZ RO 2. TN S OBMITRCROESRTHI|EIN TS H
BEREN. Fiz, DEOBIBEEIRPICHELLP £/ \JAFLP 2 54E U /=&, 14415341

(21%) <. BABIOMmETIESFH1H] (20%) THholz. ]

SFEERFFRE LT, BEATFPRIBESRF14FID S b HIIREET O RH 131041
WCRAEEINZ. BENEATIRINE CHUISEGTOERICEZ2HREZ AN o708 5HF
ORFTIRHUIUERTFOREICIVRBEL ZIGINHICREINE, £, M :
c. 361C>T, and AADHA-HADHB: g.26233880_ 26248855del 2 I 2DDHBERNFE SN
7z. £ 26233880_ 26248855de |\ EAUDHA-HADHBE G TFIZEIMNBRETHD ., TNETHIE
BFCELENLZERREZIREINTVARN, BRAIZZSWLHADRBEDIT LR

(c. 1528G>0) X BFRABFIZEASNholz. BRNERDORE CIRUIMBETFER
262604681 (90%). HADHFEELFEENGH (10%) THD. HAADTFPRIBE & 134
FENBFEMNRRD ZEMESMIR o=, ETREMEEMRD VD00, FE, BEOD
REGITOHIIBELTREDFNE L, HENERKADTFPRIBE TIIHFLRIVTER
5T EIFTREIND,

AWK, TPPRIBECHKERZNMIETH O, HRIFEASIENTW NS =H
AN EFRMNEFNC BT 2 EROEERCHERNFROERICET 20D TO®METH 2,
A RIETFPRIBECER#NER EEENFBRICOVWTHENL DEERAR2ELDO
ELUTHEDD2EFETH 2 LRD B, Lo THHEHR. 8L (B OFM 2B 25K
HBHDERDB.




