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B—11 GC/MS 12Xk % Reye + & Uf Reye-like syndrome
DREZIRAEE 7T 7 4 VDOFENT

- BREBDE: BE B (EREHMARE ABERGEFHEFELEEMN)
KABRE: ARL BT, HEEA BRERED, ALK
(EREMRE ABRBZEHEFLLELDM)

1. 8 26

bbb BECK Lo VPA ) B>V L TE 22, g
RS BEbN 7=VPA FRAPDBER AN L AL aomin £ 3 &, Bskd 24
REBCRIEOMAHLE L L.

AL, VPA RFIL TRV RS ofRhAtsRs% GCNSHM L iR 2. #i
EoRRLEADET RS BEOELENRFC OV TERERA L DTS
A,

Gerber 52 RS oB#HZMndicVPA A3k 2-n-propyl-4-pentenoic
acid, A* VPA 2R AL T, Blo#it+H T2 4- pentenoic acid?i g — &b
XN T 3-oxo- 4-pentenoyl Cod ¢ Z&2¥, I+ FY 7oLl o 8 —M{LE
REAGBOERKXEE cH B 3-ketoacyl-thiolase & )L +L4k L T FETT W0 R
FEHAET 2L 5. At VPA BXXBiB8- B3 hwAhm+ 2 2-n-propyl-3-
oxo-4-pentenoic acid (3-oxo-A* VPA)AS, JEHhBEOHR —BE{L 2 B 3 3 » T8
Lz, Baillieb?i3 370~ 14 PAS0 WX 2w —Bib e+ 2A4 VP
25, PAS0 LT RERME L LCEHL. o B R IBIT AT 2 2R
Rl 2ok 2k, WP oRfbck-othER T2 82 208 kR, %
nehg -—Bte o —Bbe 2iEpcEET 2,

RSTHHB I &0 2 HRIFEN LIEIFF AR 2 ik, Lo &k > wiRiER o s - B
e o~ ML ARBRERESh, 2KMEC sbnrEX R 2,

THIE RS 0B S 1 oDEHENHE cHBET e T MR, VPA 0B -
B & » THEE L7 propionyl-CoAS, M S0 vEEANE R &M+ 2
e EABENG,
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otz R, 4950 RS BERODHE RS RS RIFHE
Famnt+2lr2ERNE L TRERELML /2,

2. VPA LB & ReyedE fx ¥

VPA (3B —Bb. 7o vBlaB LUV o, o—-1 Bl XYHHEIND
9 VPA EBE L /NRRS I, VPA-glucuronide, 8 — B4k & L T3-ox0-
VPA, 3-hydroxy-VPA, o —E{bfE & L T 2-n-propylglutarate(PGA) . 5-hydr-
oxy-VPA | 4-hydroxy-VPA REDMBEYIREIN2M, Kb RIPEDERE
Itk H 3, M iidATIERLEL VA 2RHYXN. 2ok 2-n-propyl-
3-ene-VPA (o, B —unsaturated VPA ) RO E#HHEINA, #HiL. B8 — B4l
bR EEXZENEY, TR P VPA-carnitine AT X A NI
LPEC, AEHCRK/VERECREVNLEISBNTER. LL. RS2olfiT
VPA-carnitine RREEHINO>2H B,

‘ FIEIERE L7 RS RAERVPA 2B LZEH VT /SO Licbhvbh
DIEFD » . Kochenh® DiEGlIR N FTRKDFEY chH 3, Tabb.

Kochen® o ¥EH]IZ. phenobarbital »VPA rAEMIENEMAES Xh T, &K
FHFFREEEEL 273 ERc. Rb@adgitichaws op- Bibbch?
3-0x0-VPA 2 VPA-glucurcnide PR L TwHY. VP vw- BbMhcdHd
PGA MEL CETL TV, - TVPA ORSFIANREF I ML 72, Pheno-
barbital Z VPR 2[R IC# 5 4 2 L PASOMRBE I T, VPA © o —B{bETIE
L. A* VPA EAENREIND., COLSCEAINTA* VPA BFRVPA Do
-l erEEL. LRoBREELRBLLLEIBNS,
KEEFI T3 RS IWHHMIRBIHEERA LGNS, [TEEREH ©d - 129,

5. FE B OEGIT RS BE®RPA BZBEIh Tt BFRLE X
N3e- BAED 3-oxo-VPARKERL, Lo To- B{tbo PCAREI ML
Tz, VPA 70 7o vEEAKEHRORER LI~ MEHRE Sk, NE
VAT HERE I3 ALEE L 7 U VBB L C ke S, A b o RRBRA BRI
Ihd, o508 RS oRPEERo O LB L Y,

A& 2, LV BPREDEHE chhiE, A* VPA & 3-oz0- A* VPA
BENENL - Bl & o -BLE T RE T 2% ¢, Kocken SEMIB Z
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b 2 YT R, PROROEIZ o -BRe (EEIh RV T, 8 — 1L

DHRPEROICEE IR TOT, A VP KEBMENED > L ERL TY
2, BE, BREFHCEDOBRENEL, Lo, R L BIBIEATICIZVPA
REIEERRN > RECHE, HROBER, BIENIEH . B RE%:
RIBRIEIR & LTV 20, ZOMoBHd L < RS 2—HKL T,
ko &S, #FR RS rEX SR IbhbROEA Tk, A I b

YEVTHTHIRbhAR -BllosrEEIh, B-BloETRrRHEGEL
T3/ 1Y — LEEFE P50 < glucuronyl-transferase . H B3V IRMARECHE
TA7NI-NBKEREE. 7T FIRKRBERSNS T2 0 — Bk, 7’
O VB AR ENTE. XBREFCEEL TR XS TH D, MfITVPA
MWEE & % % Hh BKochen SOIEFIIZB - BifL., w- Bb2 F L7 o Va4
ATEEIRh T, FHERIC XS 2480 5VPA (GHABREL 2 Bbh, HA
MR RS ALY HRIERENRELZ, SBRIOLSREMDS <X, phe-
nobarbital R FoftENB bR TN T, 3780V — Lk P450 NHEATICHE X
NTVATHEEREDTEY.

VPAIZIMARE # v N LA LTV A HEEERIAEE > BT 27 . BT IV R
P nfEc RS HITT27 4 M REEH i, phospholipase A ANHHE IR,

 ERERERSEE DN TET AEE, VPA LS v NS L oBEEBRANCET

X4, FORMREREEIEEY VEMEARKR S, I tar FUTROA
WEHET2ZY, BEX FIbar FU 7R in vitro oERERIEEE W £ YIEHE
L. =72 RS BECHFI L av FI7RBEL w3 e BEIhtwa. K
BEECEERBERO>S, RS cliEEETE2ERToORI Pa Y P TEBE
THRRCHERES . AREOERREEINREV LV SIRERSZV, Zo LD
R VAT AR KB RS LVPA 12X 3 RS HROFIE 2 BB Hovic R
BOROREEND., IHICADEROAAE. +abb. LB RS R
RKECHELTWBEEIBND,

3 .Reye FEHER P BT 2 A 88 AH
Bk, “hF et bnﬁ.ﬁﬁﬁk%f’){,\f AT HE DTS ﬁutﬂitr‘fty{bnﬁ_
F—¥ I~ IV 09 &D RS BHF AR LGRSV TES R ER LI
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FEGI8 & 8 RAMENOWREMESBVLEET. RS TRV EEILR Y
3. BEEREGI RS 2BMIShR 7 EZ0BH TR 27—Vl TEH2RABRK.
FFVRBEVCHNLRAVEBERES SN, EFLTOIEHTRVYTh R
F=v Il LB eHALEROECHEL TWE., ZhEHL, BTHI TR

F—v HITh, FEHLCHRTOPENS DD, ERRHABE L & b VR %
2LTV B, ‘

Jﬁiﬁﬂﬁ?&‘ RS w2 I bavy FUTHDB- BN 2. BIA® glucosesd
ST 3 BEREA XN, alanine & L <HTBRGEIEN S, Fic7 3 3
BRIGCHER L7 pyruvate (23 b2 KV 7D pyruvate carbozylase 23BE
FEXN Wi, mlate~nfiiiINn S, MEACERL. ABodgcHY
Eh3, HRCHEINZOEE7 3 B0 >H, valined isoleucine 24 =
R TERL SR IN A leucine Fr b YBAERKHVW BN EZ D, &b
VHRENT B, £ P2V P THTOHRCE RVEMIRIREE, VY —
Lto- B{ESN TAREDOV IV BEEERT 2. Ll 27—~ VIR T
B - BALEEDET L BR2 v A BOBARS SIEFL, LB, & V65 &
Y HNR Vﬁﬁﬁi‘?%é’ibfc%@&%ii’;héo FHDOREE L > EF I Tz
BEREFEETIETL. 20OEFABROr P VEBEHEL Tt icoTtch A
S0 =, AT =V 11 LIBTAETFLCOREM R, BEXRRAERL 2k
S EROEFHFERBEEL VR 2 REIN 2.

EEoFEZIE, RS ¢VPA RAGOBEcBBEINLPA RBOEBRER L &£
{TFET 5.



90

4 & i

Reye JEHZRECVPA JRAIFEEDRHUPA ABEWIC DV TCC/MS DM DR R
5., BEKER RS viRMPaVEVTOR- BRI IEREMIIEE S T3
LrERLE, TRVABVDARIATF-VDIKD RS BEoR D HEREE LML
T, RA7F=V1 clEHEBOS - B HENKERIN., 25—V 1 L
HAE L TV BIERIIE 2 OBEASEHR L THY . FEORME W - 50 < IR BEE A
AL T BT & RRERTIEREE .
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BEHTFIRA b OCRGEEMXTER YIMHER ﬁ
BXO—BTIH. BREOMRECERENETAIRENHYET

1.
(VPA) RS VP
A
VPA RS GC/MS
RS
Gerber 1) RS VPA 2-n-propyl-4-pentenoicacid, 4VPA
4-pentenoic acid 3-0x0-4-Pentenoyml
CoA B 3-ketoacyl
-thiolase 4VPA B
2 n-propyl-3-oxo-4-pentenoic acid(3-oxo- 4VPA) B
Bailliee 2) P450 w
4VPA P450 w
VPA 2 B
W
RS B w
2
RS 1 VPA B

propionyl-CoA



