TREEB A X EM I R C 7+ n—7 5,
FLANRINT 1 7 B 1, DI 2-3 7 AIC 1 EEORAENEE LU,
AST, ALT, CK, b, Ifjgh 2, 7 €=7"%
BT BT AT 2-3 7 AW L EIZHZIZATO ZENEE LY, T v
TN =T T ARK, G2 & DI T ) FREE L, —RICiiE ok
DN AL A R 20TV, BIFEOX A 2 2 T EORBE ZT0T0,
@ R
PRIPERERE 0TS = b — L OFREEIZ e D, FAE~T I 1 EIS BULosy
BridEE Ly,
® moe— s R OEA Y 1R/
® R 1-3 I 1 R

10. B ANHADERE

FLEWVEHIRAEB] OO B ARFE DS B 20T 72 o T W A3 % <, BRIIA O
TRV, AR, BRI D OFIEIR 2 S W S D REF] S s S v
Do ZOHE. BEMOR T A A TIET VNVANZT DT a7 4 —
MMZBRFERRONBRNWELHLOTCEENLETH D,

FANIARER Sl & 72D EBZ BTN D, o BEE OB .,
W E 7R EE DA e & A kT D AR S D, BB, EB), 4LUR. SVEHEE
Wi7p SRR 22 ER T2 ERIZ /R D O CHYREBRNPLETH D,

HARERRHBEE S DWEAEREZES
REZE  /PARaLEL

ZEE  WRRECE
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VLCAD igfE (ABESH 7 2 JL CoA Ri/KZ B RIBE)

PREBA

87 2 v CoA WiKZERESE (very—long—chain acyl-CoA dehydrogenase:
VLCAD) 1 ha v FU TABORNMICAFIET DR CTh Y, =Bl E & &b
W ESIRNSEE O B IR LA I S . RIS <, BRI S U < LY R
D36 FEE OLMHIEPAR IS 2 3l U, B TR OUGERREECH DIEFN G, F
SN T A BRIEWERESS STDS BRAEIR CHRAET DB, ) J 40 AR | A A, ot
TiE 2 529 D9EH), AN 200, MK TosoLEbH 51, 2], #H
AW~ AA 7 ) == 7Tl RICGEIRIE % SRR T - Th 2 R EE 7
LENRH L3, 4], ThbbA 7 ) —= 7 TCHRALSNRWEANLH VDD
CAE & R T D BRRAR 23 - & VT 55 3B R 0> B ERA R & TidZe v, FE%E
VERE L — A T AL T B R BE I A B e WIFE R LS, S oI~
K7 b oM EORIMEEE, FReliiEsgo F&, & CK e, (O ARERT R &3k
DFENNPY &R D.
EE s BEERITERAERLSETH D, BPECB T AHER~ AR Y —
=T DA 1y MIFFE (2005 4E~2012 4F) OFEFIC L D &R 16 HAIZ 1T AD
I RAEE TH Y [6], MCAD KAAE & 72 & OBHE O B WIIBIR R FIETH 5.
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FIp e

RHEIEE (LCFA)

LCFA(C16 Acyl-CoA :
{ ) cyi-to BT Mito. outer

‘ /// membrane

Inner membrane

i

AN ZFY

7t FIL-CoA (C2)—~\

FEVE: OCINZ ; WNA=F U b T UVAR—F—, (PTl; IA=F L /I AN T VAT =5 —F-1,
CPT2; HN=F > UL b AN ET VAT 25 —F-2, CACT; HA=F LT UVAIL=F L RS Rad
—+¥, TFP; I b= KU 7 Z8HEESR, VLCAD; MRESHT LV CoA i/k3EEESE, MCAD; 447 S/L CoA Bk
#EE3R, ETF, BFRET 7 U ER, ETFH; EFHEEY 7 © U EABUKERR, TCA; 7 EBREE
1. ERREE
1) FEERTH

TERS A ) —= 0 7R, ZRNRECRRIN 2 EIEROEFI23E E
o, UTOEDREMNISEINDE TOEENRRA LT 5.

2)  EAIREARER
ARG OFEEROHIE, LDARE, 37 b o MIRIIEE 2 H 9 2 EF D %0,
ODEERED 2 bu— A BRERBAE L, AMFPHRIIRERTH S [6].

3)  FHEEEER (R

HALREREAR SRV RO D RHEIN S 4 RETORENZ (4, 6, 7).
FAERF DIE~E ST b MERMAECEE O FHREEEN EERER 25, T4
WIERH 22T 2F0ZWV ), ] LIFEIN2ERH 5. BIEOREILM
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ORENFER A L HRE & FERIS, BN M Ot O ST AN FERE DR
BIZ72 D 2 2% <, SIDS BRIER A k3868 b H o, AW CIIBMENI B
B A B A8 64 <, 3 LV CKIE, RS BIE 4 £ 9 F b 722 <
V. EEIRIERRIC L o Cay b e =L sniuEddr - mETHRLREFTHD.
AP CHEE L7 RIS, ARIH Y 59 D184 CIRIZEIA T & i A ek %
BT AWML T 5% LIL LI ENS.

4)  EFEA CERAT)

SR I DU VRO B0 S AT, i e & B & UCHRAE T
518, 9], RRAMIOZWHEICIX, % 2T b~ AW TR AT R 278 720
BEbLHDH. FERICRDICONT, =LY LEBANIC L 0 BIERTER S
AR H 5.

3. ERERAEAR

AR AR~ AR 7 ) == 7 CREIEFRAT 5 2 & IHER N EE 2
ENTNGD. ZUF b AREDHARIC T TOThH, LRI
AVERIE D U < 1B % 5 UIAET 2 RS o 5 = & % AT B < 24
ERHDH. BIEFREIIRE L 220052 LR HES. $70b6 A)FITHY)
VISR IS Reye BEREMEBEL LCRIET 2354, B) 10 S8 0 DAV 12 B
BRI S 43T — 72 & OBEBIER & LTRIET 2B A Th 5. BiE I
DFERFEL RO & RS, BRI S & 72 RS, BEIIHURIC
M2 THVNEB & OBHREG~OATNHR & 72 5 5HE bR 20,

O BFEE, TVihA

RIMPEZ L > TR Z 5. 2ERRERREDD SIDS L2H SN 5560, SN
fE, FPHSREREE AL O BEILT A BRIERRE L BRREZM SN DB E HE V.

@ LARIEIR
ODEVEITFAERMBREFAICRONDZ EDXH Y, REICERET 5.

@ REJR

DEFEICHE D Z & DZ V.

@ FFER

FRE OB ICIIE LWEREZRD L ZEHH 52, HEENICIEHAL TR,
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ZEHE.
® -EHEEHER

IANTF—, B, BEITMERTDENL . ABB T UL LIS
FRFE 2 9. VRO N E R D3R BB 1T BIERE Z T E NSV OIH L,
AAE CTITE R O S OEEIITHIELE S LTV, S0 O
R Ch>Th, BRITRBITHY, BHEER L LR DERNSSD.

® THLARAEIR

2L REARERNC BT, (RIMBERR RS RIS D2 RN h 5.

O JEEE

BBHCE b 2700 T RYEFEIEN b OB % OB Y TR L5 L 5 X
biLs.

R W
TFP KIBGE, GA2, CPT2 RIEJE, CACT RIBJEZR & DI H R EEC,
JEJ%, Reye BEJEMRERE, I by FU7EREE, BIENTZR ERERNIZEN
%.

4. BELLBLBEEMAR

O FE~IES b PERIE

KMo s L ORF7 O EBNMEREE 22 5. MR b AR LRI
(I R ER 2 HIE U, IFBEERRRAER/Ka S R R LEL > 2.5, IEBERRNIEE
/3 B u REUEERE/VEL > 3.0 THIVULIEIES p B L EE BEEbIL 5.

© MFafiBEsR L5

FréefilEse o LR 2R, BEIIIIBEETFEZEHL T Z 1%L, EHf
ZWT L BB D.

® & CK MiE

FERERFICRESETH, SMEICIIERSEE 25200 5.

@ &7 =T M

BHERIERFCEME L 25, BEITFEEETO LRICE EEBZFNRL.

® FrAms
PWTIIAERDLETIZRWD, HEROFT R TIIRGHZ T AR S L,
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PRANE AREHESS 011 red O Yt CO TR IG5 E 2 5 < B 5 AT hL
2735,

5. ZWORI LT HBRE

O Z T b AT R (k)

C14:1(< 0.4 nmol/ml) @ 5., C14:1/C2 (< 0.013) 0 L5235 & EE AT K
T 56, 10]. Cla:1 ZELEWET VAN =F AT HEBERICE <, WL
SARIXEICIR T 5720, AOBERILFICI3EE Th > Th C14:1 2MET
THRERND L] 2D XS RIGE, GO X 7 L~ XA Th % [12].
M H o F L= ADHIEETD~Y ARAY J—= ZHAE TEE L Tk 67,
& EIGR CIEBIORIG D BLIETIH D NPO EAL VT A< A« A7) —= 7%
Fhss, f@HRFEDRR, 78Tl S T A~ A0 EF B CIT-> T 5).
EVEIRIC Ko T2 @y, ARERA L L CUBOME Y 7 A< A
IHT IR & B EFRHEEBIC BN TIT Y 2 e h 5.

W FLAESZ AN BN T S W E & IR DG a0 B 5. Fiz, BEDO LA
JEF OF D HERINENRESNAENH D, MEE (ZHHEEEKIESC 7 L&
JUVERGRIE 2 8, CPT-2 KRAEJE/R &) TH Cla:1 BLOCl4:1/C2 D EFE N R 5
DENHDDTT INAN=T 2RO T a7 ¢ — W EfiRT 52 ENEET
5. FEONIESER VLCAD KHBFETH Y, FERBIROR 7 Y —= 0 Vs CRE
EAFER SN LIS ST 5 [13].

BT W AREDO B TIIELFZWIIREETH 50T, Cla: 1 BE FH 2136
<HANE, BREFREBRYETOTERL, BVEETTROL LIIEO%
ITOENWRIND.

@  EETENT (k)

VLCAD 815 (ADADVL) DIENT I IMEEZWI DR N FEThH 5. RRETILER
T & KRBV R B 2B 2R3 (2], FrAERSIBER TIX T X%
BT L— A7 MM EERFEEEZRZR2VWERENE L, BIEEEEZ DB DOIXA
T U AERITHNRILIEIZRIET 2FEN L. K264E T AARANIZEZ S A BN
HEIFIEMDEWERT, BHEELRT I EBEV[S, 9]
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®  NENMIBRAEHREMRTA (In vitro probe assay RBEFEIZIEHE) (k%)

2T AT AEANT, BBERERMESHRERKTOT VI N=F 5y
WEITO FIETH L. HENICEREEEZ R LR EBDI LN TE 5.
AR O T ENFRETH B (14, 165]. 2L, WERE2ED £ CICkEE
B 2-3 r A2 ETHELDH D, EEBKNITHBIR B E L (LESITHES.
KIE Y Bk A2 AW BESRTEMERIEIT L v BER FiEE LTHERATH B [16].
BN GREE TOFHEZAZDREOEERDL H DD TEIGTRNT O R
ZOFECHET AENEE LV,

E2 ; WERRZERE, BREROO~OD 5 bR Lb—2%RD, T
NIN=F o CREBFRN T e 7 7 ANV ERDDLEE, 2 LETHED.
BAERARZ V== 7R P LARERBICE L TIE, T AvR R
Y == T DT VNANET T CRBRREN 2T 7 7 ANV ERBDD &
x, B2 LT5.

feEDZWr ; LR, BEORILL R2HMED I L@O~ODP2R Lb—D
THRBEFRENFTREZRD D L X, BEZWET 2.

(JE1) TINABIL=FUS5HICEITA Cla: 1 EFRC14:1/C2 thd FH 72 &
TR TH D, 1L, ZEYOAMM CIIHBEOZFTRERR RN
EbdHD. —IZ, MBRATIIZEH TH-> THLRHENZ2FTRBALND.

1 HHEEBTRRSY—= U TAREEEDNES

FERMAERIC, DWORILL 25HBEOTHLMREFFTREZRD, HER
HICERRIERZ 29 2 b L IZ—RAEMFRE, b, T X, 702=7,
L= 8 TMLPOREZRBOIHEE, ECENICBWHEE L LTAR
ICRBWTHE, MEZRBTLIENEE L. SEIREZR O DICH
PZBEWORBL 2 HREDOOL LITZOZIT I EREE L.

—J7, BRRIER G2 T A= A RUADKRE TREN R SR WEE,
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T BIC ABRIRFRIILE Tl W E R 2. BEICE W T 3 e LA
LR Z DU 7 OEICHRE L, A2 Es b T2 biczig o L o4
W%, MIFIC KD Z T b= A CAIED R < BEb v, feEZR O
WORRELATH & &b, BB Z1T .

8. RMRETHELEES

2

BPEINISHE R BRI &2, RO T R R gts L, R B ek
DIRTEZ DL 2 ENEECTH D (HELEE B) . AMERE & U CRIE LAt d0
FrllRLv— b EMESR L, 73— AR5 &% 6-8mg/ke/min L LA HZ L5 (M
B B). MERBIFEA AT P (G L) bed bbb nWENREETH
D (HELEJE B)

) A oA ) o 0.01-0. 05 BT /ke/hr & LT, FULDEFIREHEG LI- ETT9.

DEHIE DB DWW THEH DR = BT A L R D37 vwg, BB
DIEEHIRC+ B 7 R P FEIIAREEOFENS AR EBbns
BEEE C) IREENEEE LT 180E, Bk L 7o BE 2 ol & T A RFLBIET 5.

9. EMEHDEE

RERBOEREFANIREREE - gLy B0 vy — K& [0k
L, B, LH~OBEOCAMERITAZ EIZHD. L-I=F D5
ONTIZa B AREB LN TR,

O  BETTEOTH

FRICH SR TITHERREBEZ S Z ENEETHD. BEEMBOER Y
TIZRT. BRBICEL>TXEL LY bEBIELS 22ELH 5. HERRFOR
7 RUMREITEERBIEZSTZOICLEETH D (HELEEB).
WEOEBNIITENETHD. EEFAITEIANRT—RVHHERFLLERD
ERL N, BE~PEEOEEICL > THEROEENRLONIENHY,
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EBI DO IRRNMLETH AL, 8, 9, 21].

(7) BEHR~DEE

BICHSBIZB W TIAERIREEZ S Z E N EETHS. RERMBOBZET
R T. BRBICE > TIIER LY bHEBAEL 22FELH 5. HUREO 1
T RUBEREIEELRBELSESEDICLEETHS (HSEE (B). £/, B
FEDIEENTBET H & THB[17].

TENIRRIR L R EEIC R D RERRD B (HELLE B)

EES HEEAR e
AR 3 FRPfH]
6 HET 4 FFfH 4 [FHE]
IRET 4 W5fE | 6 IRFRE
4 TR AR AR | 8-10 FREfH
AR LA TR | 4 RFE 10 BE[E

ZEMORZTH Y, RKEESCEE ORI LV EELNLERGEH D,

©@  BEERE
(THIMCT S v OfF

FAERARZ V== 7T, b L EHESHE Clekianizis,
FERDOAETEEE DL TR b DOERKRAER - ALZEFTANRONDHAIX, ¥EA
FERSBETRILMCT 7 4+ —3 =27 (BAIG7 2 1) VWA ELEE TS (HEMRE . B).
REJE & E 2 DNDEFNZOWTIE, TFP KRIBFEICHE L TR S L@ L
J&FIEL, BIIRT7 2 1 THRIEZITY. 4 AR BE 2 62BN R L —0DfF
Bx 25-30%& D, MCT A% 20-25%, MZEAGRGERS 3-4%fRE + HIZ L9528, B
157 2 1 2FRAT 5561380 EEROMRIZ e 5. BERIER O LB AR EE C &
DAL, BHEMCT I A7 % 1: 1ICRE U CTHEABGT 72 E0RELRA
HIVDZ ENEV. RMPEZRIIMCT 74— 27 DLHNLERGTSH. A% 5 »
ALBEIZMCT 32 a ) —D 20%RBEL BE L 32503, ERICEDE CTHEET
HI17]. (HEREEC). <T5. LaL, BEALENLEE D & MCT & RSHARIAEE (LCT)
DT EL PENENE R 5. BEHLRZRIIMCT T A ADBFHATE 5.
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(A1) IEIE =z — > 2 —F D (HEGEE B)

RS g % 4 0 356, 1-2g/ke/[RIFRE 2 ARG 5 Fn 0P, B LIC
SWENRZVOT, LIXUESHE Y L— =52 AW TR < LTHWDS
MWD IEMFAD 2t— 0 27 —F 2 BAbhT 5 & X120, 0.25g- 1 g/keBBRAAAL,
MW, SRR, TRICHERE LA 6w < VRS 5 E BV, Ziub OfERIZ—
WPED = &R,

) BRI 1 AR OFLIE Y 2 7 — B OEWR AR Th o720, I
INERD =1 — 2 A B —FIT LS B IR 9~ 2 ~ & TidZav. (ELESE D)

(7)) BHRBNS1E i IR
AT SMOIERNB A B D & S ITIFEOHIRNS LI/ 5. 4 » HREOEHE,
WH ORI NI RIEL, BRRORRI NV ZEHT 5 (HESEE B). 4
i HUBRIZ DWWl — H O EEBERE D 26~30%&E L, —HRIa Y —o
20%FRBEVCINE D K 2T 5 [17]  (HESEEE - ©).

@  LAn=Fr (AT oe) BhO(HESEE D)

KIEZHKST D L-I N =F VT ORIFIC OV TIFEGR S BT eu.
VLCAD / v 7 7 U b~ U X% HAWIEET T L- v =F U512 Lo TG
OETFTRME SN TWA[18, 19]. B MIBWTH RIS OIESE B HERZ
T D RN STV D, WA TIEE L v =F U S T
N 1T]. =5, LA =F B GIC X A TBLER 2R 2 A b & 5 [20].
ENTOM— LEERFELNTHRNDE, D EHFEED L-h=F
BEIIMERNEEZ BN TWS, L-INV=F 2 &5 28130 BN LA
L, BREBCHEMI NV =F ), TINVIN=F AT =F—F5. ZOBE
MIEFERED NV =F EIZIER FERFRE (CO 20 nmol/ml) ZHZ LT 5.

S ZIIARIE E 2B SN TWIIEFHEICL D L- I =F o532 R
(HEdZE :BE) THAH. BEREHEHT NIV =F U OEINC & b7 5 MfEE,
DpIEEZ O RN H®E I Twvw b [22].

8. 7A+B—7 v JiaEt
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O HE, K=, A

@ FREZ7A+u— (1[E/year)

@ MmiEHRE

TREBIA R I ESNICMERE T + 2 —75%.

FLRENT 1 » AT 1B, DIMIE2-3 » AIC 1 EORENEE L. (R
EE B)

AST, ALT, CK

kg, META, 7oE=T

BT b= AGHT P EEE IV =F L, TIAH=F UME (2-3 7 A
21 E) TIUAIN=F ST AME, MiEE & BT ENEE L.
—RRICIIE DT BEW R BRI ZOT VD, BEOXA I T EDE
BAZ TRV

@ DLxo— EEROSEIR 1 E/1-3 FRE

® GHEDMRI AL - NI 1 E/1-3 R

RN DR

LS R ERRIER D BIREN B 5072 > TR WES N L L, BERITELN

TR, HshRENZARIMBES Reye AEAEMBERE & U CHE LI IEFI AR BIZFF
BOERMEETHZ ELRBRING. AFFEEOME L & iz, BERES
DElEE: &2kt T 2 ENHER IS, AIE, EE), TR, SAEFEH R SR
WAL ERTAIBRICRLDTCHAREBENLETHS.

AARERAHHET T DWEEREZES
REZEER  /IRaLE

FER  GREEE
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—GARESR(TFP) R IEIE
Trifunctional protein (TFP) deficiency
Mitochondrial trifunctional protein (MTP) deficiency

1. REHE

T ha R TOR-BERDS L, I hay R THRIZHES L-RSIEVR
D BEALEIHKEZTERKT D 2 BEED 15T, RENENIEE B BMEEKOE 2 OBEE
enoyl-CoA hydratase(LCEH), % 3 @ 3-hydroxyacyl-CoA dehydrogenase
(LCHAD), % 4 ® 3-ketoacyl-CoA thiolase(LCKT)®D 3 > D#RELX -7 EH
Thd. KERIL 2 2OV Ta=y ha b pOZTNEN4VT 2=y b7
58&BARTHY, ar7=2=v MILCEH & LCHAD BEEMERH Y, V7
2=y MZLCKT{EERHSH. Z 0 2 EEFITYAM 2p23.3 12 head to head
TIEELTHFELTWD., ABROXEIZa, BHELLPOXRBIZL > TAE
U, Wb RFEHREO gBIEAEEIND. FREEKEEBEOREBETH
D.

Long-chain fatty acid carnitine

(LCFA)

edium-chain fatty acid

sumzn cell menbrane

LCFA(C16) ——————————— Acyl-CoA '
carni |ne‘

Acyl-carnitine Mito. outer
) membrane

nher membrane

CoA

Acyl-carnitine

» Carnitine _J

Acyl-CoA

o R T m N WY T W W oW @ wn oW oA A W W oW w w we m

Acetyl-CoA (C2)

BRAKIZ B W TIiE Isolated LCHAD KREHE & 3 BEREEMELET TS
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trifucntional protein (TFP) KIRAEW 3 SN 5. i 13 LCAHD V&1V 2 FF R
WRR L, fthod 2 BERTRIEIL S HRRER D L WO R A b2 AAICRD
NbaW 7=y hOat AR 1528G>C (E510Q) 7 LCHAD K A A Z1F
FEL, ZoORRM L, BAROEFTIEZOXA T7OWE TR, TNET
ZWr SITEBNT T T TP KABAE Ch 5. FRRIIZIE Z O 2 KR T & 72
WZELBY, ZOTDERITA RT A TEHIO 2 D% KR Lgv.

T AIRDOR T v A AT V== T DA 1y b T AT 1997
2012 AEETOR 195 HADLBITROD - TR BT, KI5 EIT R
Thsd., TNETICHRT S FlIOHENH Y, T 55 2 FH3 ARV RAE B iE
2 I DSFELEN VR AR AE AP R, 1 A 2 AT H Y, Rl RS S ]
M WHREPER & D (1. [EWN COREGIEICIR Y DNF Y, KA BT A ATSEF
MNEL, BT AT ARY V== R0 Liza —na v X285 A%
— A=Az < E it 702,31

2. BERRRmE
@ FaEATR

BT LA s A7 V== R, FIRNIZIIES SUIR R 25\ TR IR
KCRRBEINDMIERDEPNEEND. UL TFOEOFEMNIEINDET
DY BN ET 5.

Q@ FHERARAEDR

BRI WA, BREEE, WREE, DASRETRMREEL, FL
WMEIMBECS 7 =7 MUfE, T@RiERO L5, & CK ME, LERE %
79, JLIRHIRHIOBSERN E. FAERERERL, BEA% 1 BN
7 N MEIRIBE, FELAR, SEBERE TR ECREL, MEARE, OET
T D2 LN, ‘

@ ELYREARAED

FLAEHIFERNY, RISV ERRIE S, R, BRI T, FRkE
ERP L LTREL, K7 M MIRIOEE, &7 =7 ME, &LBLE,
FrRemEE R CK MAER E 25, Wb D Reye HHIEFEREE LTRIET 5. 2
Wit b YR ST o TRABU BB IE 2 M 0 KT ENR L. [RIERIED%ZE
JEE L TRERELXE LTI EHE.
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@ ERE
RS AR OERTE (BHE) 1%, BRADOAR TR, SIEHNG BEY
(, MBI BMRIE, 5, BERT CTRIEST 2 I EMnZV. BB
T, MLOEEPHE, BHBA ML ATHHERPFREIND. I47 1
v R, & CK MJE 2§89 5. AE TIERERGE D 720 TRMHREIEE (80%),
WREE (5-13%) ZELdEMRSHD. TNIIAZ U —=7, BHERRIC
BOTHBT VAR #RE ST 5I(3]

3. BERIELR

R CEHEEIZRD o5 SOOI RIZLL T OERI HIT b 5.
D EBBEEZE TuhA
AR RHRIEDR, AR HIRIER CTAH LN 5. R/ IIERED b AMERNE,
T ARIEGR W SN OGS L.
@ BEmER
FICBRATHLND. HEHRMMEIESS I 4 3F—, B, ZEIEEET
. RO, EE), B CEEBICRIET S I ENEL, ERSKET
HZELRHTHD. T —HOER TIIERFICHFEFTERERHALND.
@  ERER
FrAaRYRES, s EERER, BEREICHALNS. FrARFRER T
L, BEOIEKELLGHIE & ZUCHE D LDARE, BRI ENA LS.
EO% 22 AE 4K
FAERMER 20 e UTEMER, HEEER, MR & DX KRB
TETDH.
® HiEFREIR
FRICHSRIRER IZRBWT, IREZEFICRIET DI LBH .
® HFEEX
BrAERMRBER, ASEHMBERTEL ALNS. RBOHEERICITE LY
JERZRDODHZ b H D0, MBHIUTITIAL N TRV b0,

4. BELRHREMR
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@ FE~EST b KM E

RIS D BRI i e b ARG & 72 5. (L, SERIZEMEET 20
Tl <, R, SEREBOREN S TSN 25 A TH S &5 2 5
Th oD, WMMERIMPEOFIIR 7 b AREMETE~1+HREE, fp o b 23 1,000
pmol/1 FBREE T oHAuE, 17 b AR & 5 2 5. ko b ARSI & [RIRFIC
i R RENE Il 2 W U, WEEENE NG ERARR RE VL > 2.5, WEHERRIATA/S
b a R SRV > 3.0 THIVXIENIEE B LS kbl b,
Ol 5 b5

i 22 OFLECHFRNIEESE O LA 2RO D0, B E &L s Z L%
<, HEBEZMLEEEITRD.

@& CK MmjE

FEFEAEIRH I L S I C o, AMEINIEEE I RE (510,000 TUN) 12725 2 &5
E22

@O T =T MGE

BVEFIERFZ BB & IR D FENH D0, WHEROI CTHRFET D Z LB,
O£

W B DS LI TR, AR AERR O MR SARO BT L 2> D IR DR 52
EDFEDOND Z LD D,

5 ZHORILE T L5EEE
DIFET VILAILZF U5 (% %)

FH7 Vv hr=52,C16,C16:1, C18, C18:1 L F Dt Fux{kC16-0H,
C18:1-OH Z» FA N, HiAER~w AR Y Y —= 0 F CODMHE T, Ak
IZHB VT C16-0OH>0.05 7> C18:1-OH>0.05 (fgkic L » CHEFELS) . =
WA TIE, ARMBLOCMBESAVOND. BRERMEO - TIIZEMHDO &
F AT AR TIHAEENRENRZ LW LICEERLETH D,

Q@ RIPEBEAN (xx)

IRIMBERAERFZITIES L VRS MU AR UEEIR (& <12 8- Fe ¥
VUNNR R ET) Y. B CRBTRRRWEEREVEEbh
D.

@ BRFIIBE (xx)
e FZ ERRHE SRR 22 & & A 72 LCHAD &£, 3 -ketopalmityl-CoA % F
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WieF AT —BIERRIEN 2S5,
@ in vitro probe assay (8 FR{LEERTAH) (% %)

BER U L /REROEEER B B ARHE SR 2 FIV V72 in vitro probe assay T, B3
FEOTININ=F o EGHTT DI L - T, MIEOIEIERMAHEE %2 M
T5. REFENRTININ=F o Ta T 7 A )VEHERTE, BRDWICHE
C5.
® AL )TayT 4T (kx)

BRI T 20N A L) T oy T 4 7 TERT OREBEOHL D
IRE NI BORNNZLVZET 5.
® EBETFEN (%)

HADA, HADB BB DT 21T 5 . KA TIX 5 L HERH 5 037X CTHADB
B FOERTHoT. BAANDIEVERITELREIN TR,

6. EOMTE#E

B WEMMERE, BRERD S B0 b —2%3 ), ZWORILL
RABREDI LT U NVIN=F ot TRERFRENR a7y ANV ERDD &
X, B2 LTD. HAERARZ ) == F 7 SIC XA REREICE LTI,
BUFIT A AT V== T OT N N=F o CRERREY S 70 o
TANERDDLE X, B LT5H.

WEEZW ; ERRICIZ, ZWORILE 2ARED > LO~@DD R L —>
THREFRENFTARZRD L L X, HEZKET5.

7. IERROD )=V FIZTREZZEDODNI-5E

AFEOKEEE 1 EEILINICRAET 2 EAERBRERCH Y, BITO~AX
S ==V ST, EER T VT AT AR ) — = SRR A A
TET A RRER TR VEANIFE AL EEZ BNA. D TIRERER TXkpE

L7233 BT DWW CEET 5.

BHHIZE VT LR RATDT VIV IV=F i 2 BT D b 2 HER I g &
MREBHEAEY, BEFEERIC TR O 2KET 5.
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