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1. AEB (184 HK), GOT, GPT, LDH, CPK, 7> =7, RE+FVEL, BREFLVE Y,
&7 /8, CT 2% +>, EBEMNE, REKISTERTH-N, Z0%, ABBR%3EL HE
4, BRISTES BI1SH L b SERFL CERABRE £5, 359 » ARORERR I3 (BT D)
LEWERERREER 2RO, RIELTI0 At U7 VBRER 5 TV,

BRI 1 31011 » BB, BACKIER, RO, JhA (R EHEZL, ME% tonic o
Si2h, %0 clonic IKEIHTEINELFAEMICHER) 56T H, 20k bFEEICELHE M ReicE
L RUVDETHALNITIDMER 2 ~THURABR LT, _

BIE © MIRBIABRES, B <~V KHEODIcE 53— 3 — 9EART200, BREEMNMEZRL,
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BRI & - T s, TEFIZERE 2 QOME, FFHER ks ohish > o MRIABR, M
I MIRE & R DRRETH - 72, _

BERRS T MLl Hb 14.7g/d], Ht44.5%, RBC 499X10*/cmm, WBC 72000/cmm (band 8,
seq60, lym27, others 5) Thb, CRP 3 2(H, HIRIXT + kL 4k(H, EE, 8, T0lISER
Tholro MEEHE X Na 134mEq/1, K 5.2mEq/1l, C191mEq/]l, Ca 8.8mg/dl, BUN 21.9mg/
dl (@ F8), Cr0.7mg/dl & [E¥. F#EEEIZ LDH (578W.U) R LR L T2 DA T GOT

(36K.U) GPT (5K.U), 73 U7 + 27 >4 —% (14.7K—A:U) BELIERTH-T,
CPK 491 IU & 5, [M¥5114mg/dl, M7 > & = 7ix 331 ug/dl (BE5EHE, ERE20~60ug/d) &
BETHY, 73172 bTERABICA0pg/dl BRLUIL, PT, PTT 3, ZhZh16.1sec, 33.9sec
(avhw—n10.1sec, 27.5sec) EIERTHIMBEMIZAbNITH -T2, BERATRIE, KEEHT
FE 190mmH;0, ##a%2/3, $52mg/dl, FE 2lmeg/dl LEH, CT X% v v TREEOMKEDE
KbSH BRI, MIEH AL, HEED 7% BEK (x4102®) BEICH poboTHROKEET > F
—v2%RUT (pH7.28, PO, 92mmHg PCO, 14mmHg BE —18.7mEq/1). fAHE, CrEs
ik zhZzh6.45mM, 0.515mM Th-72 (FORABRK20EE O — #)

ABLRE . ABoE%2RT (B1) B, JVWhADHE, BHL A VOETHHRL, EHE

M,M, 3Yr Female #81-2872

7/31 8/1 8/2 8/3 8/4 8/5
unconsciousness et —
convulsion A
vomiting
Base Excess (mEq/1) -18.7 -17.5 -13.3 -11.3 -3.3 =-0.1 +2.2
blood sugar.(mg/dl) 45 114 119
NH3 (ug/d41) 331 400 313 55 72 60 43
GOT/GPT (X.U) 36/5 47/6 33/8
CPK(I.U) 496 196 164 19.7
lactic acid(0.3-1.3mM) 6.45 1.78 1.76
pyruvic acid(0.03-0.08mM) 0.515 0.17 0.14

1 ABEERE



115

R#YE7 o FP—v R, BICHB7 Y F—v 288, 7 re=7MiE, CPKOERMBAELNT,

UL GOT, GPT, LDHO ERRA SN -1z, ChbidEBe & b RERIILLI, BBz S
For®, yyes—n®pmm, ABRDEIOCT 2% v 13, BIADL > KEEONEEOREAD
Aentoﬁﬁm&ﬁm,&%@ﬁuz~3Hum~mmN®%ﬁ@%&m—$4~5Hw&%mN
OOWHRRLIZEDTHY, EEE, BRBERALNWTEREZEOMBE 2R LI, 12, JuhA,

EBMFEICL2LEAONLCLVEUE, AREDOLELGA LW, RAEEESEDNIIIIDRAE
BEEATLIZL Ao avR VBB OB N (B2) 2Bz, VA VF BOBME, Fv

5 10 15 20 25 RT

1000 " i " i 1 1
1
—
3
— 5 10
=112
9 12
- 4 11
- |} 16 7 8 13
0 —
RN R SO A e B R S R R R E | 1 LN I A | [} 1 | 20 A A S |
50 100 150 200 250 . 300 SCAN
1. lactate 9. glutarate
2. 2-OH-butyrate 10. adipate
3. 3-OH-butyrate 11. suberate
4. acetoasetate peak (1) 12. sebaciate and 4-OH-phenyllactate
5

. aceroasetate peak (2)

2 RACERIEm L 1B

5 — VERIRIE AL, 257 V= 7 VORI R T+ I, 10 7 4 0 VBRI
BERBONDEDT, YV —VBREIERIZY S AR 7 2 MCTEE, 8% V=5 RE
EEBAERICTEE, BRR T - T2 BRIER, RBECTEES NI, £, EREEGOC Ve
VEBI P a—r bV E - VB, BUKREBREGKRS L FZNZNORKEBMRDOEEIIERTH
> T2e BEEERRIETT - TS |



116

CORWE, £/00 7 VR YREABBL b 1.0g/day IRAL, ¥A%IC1.5g/day BRI, %

DAL OERDTED DY, TR Lo Te w80 7 VEIZSE O BT R F TI210 » IR

AU L5, IBREBIE, &0 7 VBE2HIEL, ¥ 1 EMBBEEL TV D2 O%IIFER
DIER, REREIZED 20,

=] =

woN T BRE, MBERNBEFTRE b, ARIREHRERICIIH], RIEOWHOER2E L, S5RMAT
RIS T A LE A 5N, double blind test TITEIK B R HHIRIC ST
DPOHBREATH 2. BWEAROVTEHLDBR/E 7 x0—7 v 7R EF 4 b2 8N, CRET
BEREHE UTHASNT S, |
AR, —RICNRTIR ] HE7REELSg, 6~381.08, 3 BKI0.5~1.0g 5985 b AT
Who BINERIVNE T, TADAREDLI%EEROTTR - KE (0.9%), B - | (0.6
%) 75 OWICIRIERD & 5 8BTS § OBEIS M Tz, & BHEITH /90 7 L IS HIC Reye
ERBEROREL B UIEF BEE SZUB IO (F1), Chbd 6 IEFOK X 758513,

*ZHER10, 11X h
®| CEPIONE 4y ZmromE GERETEX, SRR
REE R LK ' =
| R, 0 RER il BEF R Z K z 0
GOT,GPT,CPK,BUN1 ]
1%2 58 |Bo, 6501, Ff (158 RBPET & -2 3824402 TR Y]
1.* % A y &7 ® = 7 ME Reye BSIERE | REOEIhOLD
Fin 1g/8H |Ro KB e o
) DR w7 UBEER
: 30381660
9 A | Fsi 51 B GOT,GPT,LDH,CPK 1 %Oga)gﬁffb
2.* s o =g = Reye fRIERE w7 LERER
© BEBUAAVDET |1.5g/8 | 7= 7E Tt (S L)
FEB 17 d p REEEDT:
- 285 »H | BBL~ADET |1.58/H T AR *EW
. . ‘ F L7 UREER
=5 B85 38.H
| EmiteE 1.58/H e @ReL)
GOT,GPT, LDH, BUN 1 BRI T fatty
588 » A | HvhA, B 0.5—1.5 | HMREESE liver
4. ** (33. 900) H. U. S. | £ L EBEHIE
g BiHt g/ B | Efizaws 5 b CELL By
' w07 RBER
35 SEEFc -
g+ | SR8 » A 3lﬁi§%¢ 223 B gm%ﬁﬁﬁwt
5 BRER_E R l1g/H A8 7 2 B
14 8 Emﬁiﬁ%fﬁ 3381820 g
3l A | BIH, ThA | 1g/8 BT E= 7 GE BEY VL ME
6. @Iﬁ(ﬁ? PR S NGE FBrEh R
(EBp)| K| EHV~VOET (2688 | BRAER e DIz
1.5g/H | Bmgre-o &0 T VR




117

HEEWEERLTEOTHY, HHRIIL0~1.5g LHBNARTH S, HREIL, 1eL 0
R & h, RS H-12H1.5g ERARL b FRKEE ST, MFERE, B, FH,
%%VNw@@TﬁAenacszmiaﬁéb,6%¢3Md¢&yiyﬁﬁﬁ&2ﬁﬁmﬁm
HKELTV S, REFRTR, &7 =70, fiiicik CPK 0 L5, FFHEERE, RPYWLF
LR DR A 5 iz, FEHI3 - 5 IREF ROV O TRET S0 s, thORER & EEIH
LILTWE, FEHIT - 208, W & FFER RIS > TWEWO THIRE Reye IERHTH 2. 6Bl
3PIEFEHERTH 5,

BT & SR D bV K LB ORINSA S iz, UK EIROHE 0 BILORER
LxnTsh, ARLMEAF Ve o VRBREECHERAROY b7 v F— v AOBERAP LT ANV
KB 2R L, EHXORED, Coemzyme A (EITF CoA EHE) DWAICE B BERILD CoA
BN H B D TIRLVD RTINS, £, BERICBVWTKRROH /07 v BERETS
E%y LB E DEHVER S & CoA DRI TH B /¥ b7 VEBORZERZ R T C & HH
Bﬂfwéo6b,$N7?7§®§%&§ﬁ,ﬁﬁiﬁﬁ%&ﬁﬁw,Aféﬂyh%y@®@b
clinical XS %32 U > % & 31, lipolysisDFUES B L 5 & 3 WREH B T -1 E, IEITRO

KT UBANYT A

. , , ! .
By (PANVAME) - AP VA e 3 UBRE? AN
B ] ¢ )
LipolysisTUi CoARD
B—ERLOEE N7 & F N5 N2 VEORD
SRR o —BRlLoTi ) S
: } AREE [ OHD
o H IV E BB

o RE B7 > E =7 E—

H3 A7LEs7mE - BEOEE (RHE)
SELEEDRE, o BILISENIICEAL, YAy BOBEBNL> 53To55. — /4, B
T CoABBOTINE, 42/ AHORKE SV E->THT =7 MER BT IS 53
(E3), BBElBE B0 ERE S HRERMICK 7 v BERBREINIHITSH S, TO
Cibh, BEETHAC L, H57 HMOKRRSSEIEMERORLORECHS LT 3Tk
DELLNS. |



118
w o #

BBRBITI K <7 LB & Reye RUEIRBIFUEOBIMY: b33 RIS N, SRR OEGIORE b4
B AHE LI,

= =

wrvF Bavvy s (87 ®) UTFRU 7 UBEM) BSHIC Reye RMERRI 23T LI
31l » HOKR2WMET 5. BRSNS EBRZER T, /007 VBREHRIZ10, 8, &
EEAOX AR08, LI1.5 TRIOIERIOHHRIZ S D> - 12 |

RN OHBET GOT, GPT, LDH, 7> ®=7, MiE7 /8, CT 2% » VIRERZED I 0
5o AElT €V — FOMFERIZAZKAE, B, JVhA, ROTEHRLVAVOET, BADR
HWBAGNI, RET, HMRES, &7 ®=70E CPKEME, A#ikry F-v 2, RAv
ANECBBEOREHMSH 1, b OER, REREFRRE /27 oKk, REEICNT
ABBIRIOTAOLIEELN, 208 1 FHOBEBE T RN 2AD T, w7 U BLEH
PRAEFEAE DBRERE 58 { b N1,

X ®

1. Rosenfeld R, Gand Liebhaber M : Acute encephalopathy in siblings Reye’s syndrome vs salicy-
late intoxication. Am J Dis Child 1976 ; 130 : 2957,

2. Ware S, Millward- Sadler GH : Acute liver disease associated with sodium valproate. Lancet
1980 ; 2 :1110-3.

3. Coulter DL, Allen RJ : Hyperammonemia with valproic acid therapy. J Pediatr 1981 ; 99 :317-
9.

4. AR, ZERE, BNEE, FETF, REHC, A/ © Valproate sodium £k 3 &5 Y & v MlfE,
B7 ' =7 MiE, REFEE 1981 ; 13:267-8.

5. Ohtani Y, Endo F, Matsuda I : Carnitine deficiency and hyperammonemia associated with valp- -
roic acid therapy J Pediatr 1982 ; 101 : 782-5.

6. Bohles H, Richter K, Wagner-Thiessen E, Schifer H : Decreased serum carnitin in valproate
induced Reye syndrome. Eur J Pediatr 1982 ; 139 ! 185-6.

7. Gerber N, Dickinson RG, Harland RC, et al.: Reye- like syndrome associated with valproic-acid
therapy. J Pediatr 1979 ; 95 :142-4.

8. BEHH, FRLBAE, AR, BfBHR ! Syndrome malin des neuroleptiques DR, WM
vy EUD L 1977 5 3 1 85-9.

9, MUK, FRLBAE, BEHR M CPKEMSERBME 2R L2 Syndrome mailn DEAEFIZOVT, FuUHH



119 v

RERE MRS 1980 ; 26 © 274-80.

10.

11.

12

13.

14.

15.

16.

17;

AR, FHER, ZEBES @ oo v BEOREHE 20L- /2 Reye FEREO—F. B~ XHAR
SERGHIE 1982 ; 7 153-6.

AR, ZRMEE, AHES, SRHEC, BABET w507 VBV Y 29 AORERICET - 1AM
FED 34, BYEFEE 1983 ; 15:258- 9.

Office for Medical Application of Research. NIH. Consensus Conference. Diagnosis and treatm-
ent of Reye’s syndrome. JAMA 1982 ; 246 . 2441-4.

Przyrembel H, Wendel U, ,Becker K, et al. : Glutaric aciduria type Il . report on a -previously
undescribed metabolic disorder. Clin Chem Acta 1976 ; 66 . 227-39. »
Karpati G. Carpenter S, Engel AG, et al. : The syndrome of systemic carnitine deficiency. Ne-

,f;rolqu 1975 ; 25:16-24.

Glasgow AM. Eng Gloria, Engel AG : Systemic carnitine deficiency simulating recurrent Reye
syndrome. J Pediatr 1980 ; 96 : 889-91. '

Dosman J. Crawhall JC, Klassen GA, ‘Mamer OA, Neumann P, : Urinary excretion of Cs-Cidi-
carboxylic acid in glycogen storage disease type I and M. Clinica Chimica Acta 1974 ; 51 .93
101, ' '

KB E BF, FHREEL, WAS @ 7 b — L XBERDPO 3 -Hydroxy-1, 10-decanedioic acid & 3 - Hydr-
oxy-1, 12-dodecanedioic acid ® GC/MS 4347, KM~ APIFCRMEE 1980 ; 51314,



@ BEATER b OCRGEZOXEE®) YIHER ﬁ

MXD—BTIA. BREOBERTRFNEINIREAHYES

Reye , ( R)
Reye ,Reye

(Reye ,Reye




