e bFu st T AR REEE
DILCHIDHALFR), FHRF RS

BEd &8 LnDo/M%
N R R E B
(KBRS ANE R 5 )
¥rwm ok Hab#& A

— & %
CRIRT AR A N RRY)

YeFoeA 77 v a5k (DHBS) BEER, YE a7 7 ) U vgciE®x (DHPR)
RPFELEBICF s Fad77)y (BHy) REXFBETEEA 77 ) »RBERET,
BH, RZICELDE7 = =T 5= (Phe) MYEL, {& Phe AFREIC G LIALETHED
EROHRKMRERSEZETEHRETH 5, B BH, o5 FEIX+HHERAFER
T, REZZTHEBEUMREEYE W5o—-AT73ivient=y) OFBHE TS -
Dopa, 5-HTP % X T¥ Carbidopa (T4 2 fiFiiEddH 0, REGEIC X D FERBHRN EOF
ENHEL, $ERE Phe MEORYEINLKHOFELHILINBICE>T S,

TEbNbNIE, —ZEWE Phe MEL & Fidh 2 BH, R ZIC L 35 Phe IfilfE O BE#
MEBVLIEHRREE LD, 3F05® [-Dopa, 5-HTP D51 & 0 HFEGEENC K IG LTS
o o HEE R, R OFRRRELS, BRIFE T RENICL LREER U, EE-
EEBREIC A 5 N E SN, EECTEEOHRRE T O TRET 2 FRERRI L
LHABBREEHEL, 8F1ly A THBRERPCERT 5 L AR4LIC L DT Lz DHBS =
AEDERPIOEALFR, MBRENFRRIC D &HET 2,

AAEFNTE, I-Dopa, 5-HTP, Carbidopa (€ fiff LT BH, 10 mg/H % 5 % 171>, {& Phe
BHEBEEZTOITICH S Phe £4mg/dl LIFICIHZT v b u—ATE 2T ENDMo72h,
HRRIER TOZ(LIIABARETS - 120

. HEZHRR

AR, FEERK 3N THRAET 7. WERZL,150g TEECH LBET, KM%
BAIIED <, FRCHIBEEIVNE D o tco HEETIE, KIMEAEICEREOEMIRELE 24 23
MHBONTH, ERILL O TR >, BEYRIC X D RINAE O OWBALREA SR,
MUWERA2EEZ ohi. BEMREIICIEA 7 = VETHASN, RMEYE, BEO#K
MR, N7 v+ = o RS ST ZA LS A S Ndco 3B %M S8 DHPR RIBSE TH

— 265 —



& Lio/NMiERBAEO GRILE TR S i8d 5.
EHERIHEAEARE L, EHURISSEEEL, BBERKA20oRRLBION
Too BEEIROBMBIEAERIZIET EEZ o0, BELCEEbAONI TP Y
¥ TREBELTE O, BER/AMIUKEN, EENNGRROTRESALN, U # 72T VBN
fEL T/,

oMo R, FRThOEFRO 2R, Bk, ) fR7XF YEBAES
N, EFMRORERRNENDS >/, BERHOSEN, BHrsohn, SHIERKT, ©
RIRHRRER OB BB D O N lco IICREXMR, WK, AT EOHME MR LED, B
WA S R, BFEHERRRREEIED O i,

2. EEFHAR

§F Phe 7KEE{LEEZIEMHIZ, EHREEONSOBDIEMTH >7chs, AIERKK 4 » AL
T2 C EREZ B & FBICIT EEFEM & JE Uz DHPR [HHEE, KN, HF, BTHIEL
BTN SIEETH 7o

&1 Neopterin, Biopterin and Ne/Bi in tissue
(Case S.M. : DHBS def.)

Neopterin Biopterin
Ne/Bi
(pmol/g wet tissue)

Cerebrum
cortex 1,292 8 161.5
white matter 1,207 9 134.1
Kidney 25,069 325 77.1
Liver 25,346 138 183.6

24 7F7) v (Ne), €277 1) v (B) BEAKKEE, AE, & HFTHELL. &R
BEICRETH, s Ne 0EMEME, BEMARL, Ne/B HEFERCEL, BUARR
tf Ne/B kD ISICEETH > R Ne/B=70),

IR pERE 7 2/ BORETE, Phe W& INA EWMEO M 6 5D &EE AT UM
BEWRRED, BiiERd 7/ BRASNAKEL .

Pl I DHBS BEREOHBRAZLHANICOEELLOTHELOT, MOMEEOHILE
T, KOHHBBRAETSTETH S,
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BEHTFIRA b OCRGEEMXTER YIMHER ﬁ
BXO—BTIH. BREOMRECERENETAIRENHYET

(DHBS) , (DHPR)
(BH4) ,BH4
(Phe) , Phe
BH4 ( ).
( )
I-Dopa,5-HTP Carbidopa
Phe
Phe BH4 Phe
,3 I-Dopa,5-HTP
,8 11 DHBS
I-Dopa,5-HTP,Carbidopa BH4 10mg/ , Phe

Phe  4mg/dl



