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1. FEEERE L OERTR
RS ER 1ITRT.

O AFkEE . HEFME, BEH, TREOBRER COFEEICESERBHIRTS. BERT
RE EOERD LR ORZFED HIEFAGFET 5. EERE CORBIFCHEE D5
ZETD. REENL, BERES CELE FEORIRICTF NS ETT ABEFRE TH
V, BEEGID 4 T%IFET 5. BENCRWE LIBRZ B LRV LT T SR E.
Fi, BIERLZBO RS - BUERIE 25 RWER A LS.

@ MRIER  BEEENELL L, HMTESE, MI7- IR, MEEER SLEVEEC
TROOLND. MIZP A b=7, REFEERELETS.

@ HRIEIR : Kayser-Fleishcer £ Eiig | IAMEICFHBATR TH D, LavL, FEA0HCEBSER
THRHAELNZNZ ELHD.

@ T ofth : FBEER (5 DIREE, BUERLERLY), MRBRETRETHZ LENRHD.

2. BREMA

kAL LT, WEEAr 7T A I EET, WEREERT GEzE S HAIXIE
B LIEEE) BXORTHREEMEENPEENTHS. 200 OREICTREEN S
RVEENE, FHREERE, ATP7BEGTTE1TRY.

TWEEE (% 2)

O mFEEra 7T AIAEET (20mg/dl 2LT)  &RFEAPEM &M (100 g/H, 154
g/kg/ B £721% 0.2 1 g/mg creatinine PA ) ZFROIVL, AUEL2M L AR EZBA L
TRV,

@ #BRDEFNCMIEEN BT T AIVERFNFET S &L, ROMPHERIT 45 5%
UTOFEDFTIIERREMBELNRNI XD D AITEBRPLETHS.

® mERZWIES LTL, FREEREN R HEBEENE V. FHEEF OMEED 200 1 g/g
wet tissue F 721 250 1 g/g dry tissue LA ETH L Wilson 5 & ZWTC& 5.

@ ATP7B BGTFHEATIZCRISF DT V) MIERNFRD i Wilson J& & 52K & #E T

5. LiL, Wilson FERMD 10-16%IZE BB FE TERVEFNFET D,

o

4. ERZUET
Menkes %, 07T 2 I CME, EH D oWMEFEZE, HOGEMERFE, S—F2
VPR E
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4)iB5 Mz >3
BMICTRELRY, BlEELLENSEHBIGER &GS NEH.
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@ Fr#aizEy
HRERS LUHFER, FEEEESNELICEHONSER. CholdE R
[CHENIFBEEZF->THIRT 5.
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BREMRR
1.HREE =200ugl/g wet tissue
or 250ug/g dry tissue
2.MFEILOTSXE{E =20mg/di
3. RPERHEME (1)=100ug/day
(2)=1.5uglkgl/day
(3)=0.2ug/mg creatinine
MR RE

LEEREMRR 1, 2, 30056220 EEFE-E EWilsonfREELTRINEZ 5.
==L, S EnEMAEDH LN NIEWilsonfREZ M T=5.
SXRBDEFDIFZEIL, 1+2H5 W L2+ B FEMNNELLS

(BEHFH 1997 XYBIHBE)
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AR RIE LT 35
HLSNIREICRIE LT 2 5
FEHLFEICRE L 15
BRARARIE & VR

KELTEREZELE 14
DR LEBTA, BERENH D, 18
SVERIERRIC IR EH, MKE b ZLELE L2 EBd 5 35
FErEEN R R, REREA LD D 2 5
BERENVLETHS 2 K
B EEIE DL ETH 5 2 5
BIEEBENLETH D 35

-3 RN LT D,
4-6 RAEEL T D,
TRU EEHREELETD.
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BEMELZE, | T o kB bEE s (T R =Sk [BIMERRBEREE |BARBRRKR |Kik |2012  [303-306
Bk BfE BE# (B2hR) L
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HERFR TT =) UBY o n [EESCR B ERABESE [HARER | Rk [2012  [307-311
t R J—+¥1(GTPCH) K48 B F2i) Lk
JiE 72 BAGRE
BIFES, |7 77V UEnBERER Bk |BISRABESE |BARER | KB [2012  [312-315
PN BIE BEEE (F2iR) L
T BABEY
WrEe., BIE|y-7 X BRRBRREET. |[Eelk | A ol Brie | B AR |~ [2012  |293-295
HESS aNgBEEITATE KR R (F 2k Lk
7k S5 3% (SSADH) 4B E T3 BRREER
HERR FRRBEE <R - X7 |EEEHR  |[FEROBKRRE - [ A7« 7H[KKR |2012  [289-295
Jy—=y7 HEEET 4+ 7 a) IR
U —
R T =)V U REE NERNE - VNRRBEOZERR |HRESM | BER  |2012  [140-141
INESER |EE (4R
E£XBS
INRREF, ML [PKUDBRE ZADTHOE [FERE |FEHXEELONNREZE |77 A | KKk 2013 [1A15H
LWLy AT-BEIADRD
DFEL WL
BEE. NERL|[ 73— 5 o 2R—  |KE+w  [[NERFE HRESH R [201248 [1682-1686
= & — 1 RABIEAEGERE
FEEE, NEBL|Z7va—A b T U AR~ |[EEXE |BAEE B & | BAEMA|ER |20124F [836-839
= & — 1 RIBFESE Rt SRS RIEERE S Y —
=
R ERMAHEFIE : GLUT-1X |8 KRRIZE, |5 B OMBERERE |EFEER  |ER |[2013%F 3SHERTT
ESEREERE (GLUT-1 WREERL, T [$5EF F2R E
deficiency syndrome) B3
KT B S har U7 e [EEECIR (BB AR BreE | BARRRM| KK (2012 [623-630
WHEFERE Y Y —X
No. 20 JER{MHIE
WREEEE (2R
T YRR - FRRERT
e, W - TREDME
K B 2 by R TERERESE EESR (BN EARERER  #reE | B ARERRRAL KR |2012  |631-637
BERIRBIE. WREFERE Y Y —X
No.20 HeR{CHIE
WIEEERE (BE2hR)
T—REEA - FER
e, W - IRIEOHE
HILHFR FERBEY T R SR 5‘&(;1&%}5@%‘&@# HAEREE |BUR  |2012  |pp7-13
2
HAFFR, BILIAART Va by —BRE EEXR |SRRBEFEER |HARER |[BE (2012 |pp75-7
[ iE (52kR)
ZIIHBR, RIL|IARARTZ VY % x  [EEER | RRMESEERE [BEARERK R (2012 |pp8l-4
B+ F—¥RIBE (B2hR)
wH AZET Jrva= - By WEESUR |ERMNHERIESER | AARER  |[FHE 2012 |78-80
(Fanconi—Bickel) JE{EEE (B2RR)
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£ 2
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BN KIBHPE  [2012-2014
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7 bk Fu¥st 75 (tetrahydrobio-
pterin: BH,) fL#EEL, 3SHEOFEEKT I /B
[7x=V7 5= (Phe), F83 ¥ (Tyr), b
)7 N7 7 v (Trp) JKERALEE R 12 358 o #li B
FTHAHBHOEGRR T LITHAERBERZOL
KB BEICL ) BLLORZ % & -l EE
BTHa" —BRICEE7z=V7 7= VIMfE
(¥ Phe MJE : ML Phe f 2mg/dL LA E) &£ 5
bOriELTWwH 2, ILFITIEE Phe MIE % £
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> R JE (phenylketonuria: PKU) & 874 ), K7
TV T I VEICEAMEPhefin 2 b1
—IZH b 5, EIE THEITEO PR
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7 77 VR ICEE (sepiapterin reductase: SR,
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AT, % Phe I % £ 9 BH/RIBEEICD

W T OARIEFT B (1195 (GTPCH RIBfE), SR

RIGFERFIRRE B ).

') 2 (BH,) (AEHEE S

Disorders of tetrahydrobiopterin metabolism

1. 818 - T

xR aAd

BH. R BEHEE X BH OARSRH 5\ ITHAE
ROBREZI— VT HHRETOEFIZEI D BH,
DRZ% &2 THEMEEDEETH 5. BHAL,
STMOFEHFERT XV BKEBLBEZEOMEEL L
TERA$ 5729, BLABEE I 7 =17
J = v IKEE{LE2 % (phenylalanine —4 -hydroxy-
lase: PAH) (EC 1.14.16.1) D E12 X A & Phe
MAE 72V T4 <, ARICF 13 Y KEBREER
(EC1.14.162) & N 7 b7 7 v kE{LEE#
(EC 1.14.16.4) DR E I L 2 MR REME OK
ZrRELTOEEL TRMEERE RET 5.

HA&IZHB T 5 BH, RIBIEOBHE L 170 1 Al
LAT, #HERYA A7) - v 7 THERES
N5EPhe IEDH 5% BELEZ LN, &
NETHWABEEOBENIREENTVEH
IR & AR D 1E 7% < ALERED S W E TIA <
GALTwA HERTA - A7) -2 7T
35 EL & N5 Phe MUE 2 BT 5 BH RIBRE DO F
SR IZIEFREYIZ13 2 % R & BASENC AR T
K< AZBD, TAIIEKTIZ PKU DEEH
EWi2HT, Blau bOWMETIIINT TH
500 AREOBEVFBEHEINTEY, —fHFoOA
NI 5 BHRIBEDHE LTI HADER
KEIZIZFEEFELEZONS,

Haruo Shintaku: Department of Pediatrics. Osaka City University Graduate School of Medicine KBTI K&k

Bele 220FseRt S/ RSB

0047-1852/12/%60/H/JCOPY
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g1 b2 BHLAHMERCEGRFCW" L0

PCD | 4219

5 ,;5 ;,kDa h@mo

47 .6~ kDa homotetrmner |

| 1422142222
11q293 q233
10q22
|4pip3

*EC number and symbols are approved by the nomenclature committees. " Without the starting methionine.

3. wA - W

BHAHEEE X 77V I VFHEERTHS
BH: DHAROBEE L FRARDEEIIKEI S 1,
INFE TS DODBROELETFOREVHRE S
NTWB*(F 1), ZOFRTHE Phe MEZ S
HOWELTICHRRE 4 oDOBRERERET, Wi
Ny FEHREASEEEERL & 5 ERAHEE
IETdH 5,

1) BH. A REE (disorders of tetra-

hydrobiopterin synthesis) (& 1)

BHE 77 /¥ v =Y VEE(GTP) 2 & 4 Be B
DRIGEETHEEREINE. ®HAORKISIE GTP
Yook FuaZF—+¥I(GTP cyclohydrolase I:
GTPCH) (EC3.54.16)I2X h GTP25H Yk Ko
A 751) =) v B (dihydroneopterin triphos-
phate: NHLP;) &K &, WIC6-EVERAL L
Fhoe Fa75Y rERkEEE (6-pyruvoyl-
tetrahydropterin synthase: PTPS) (EC 4.6.1.10)
WCED6-EVEA VT rSeFurssy v
(PTP)SEHEND. TD20DEHEEITD
WTIEE A RIBEFPHREIN TS, BEIOK
Bt 777 Y RITERSR) /TN F—X
BILEEARDLVIEIT NV F—2 4 b BITE
#(AKR1C3) (EC 1.1.1.153) 12 & 1, B4 ORIG
X SR/T WV F— R M&BICEEZR (AKRIBDIZ &
DR S N BHSE R S LAY,

a. GTPCH R4BfE (McKusik 233910)

(1) HE - #RAT ETI 2064 %) 2 #K
HFINTWANITEY, KETIHER~
AR )=V TR E->THH30EME
ROobhoTudoiznds, 2011 E48 1F5ER

Ih7z®

(2) W : BHAEA RO RA) OBESE O KIBIE
TNH.P: b B b ERE N nww, KEFO
TFYN Y UG HTIEAR G T 7)) v (neopterin:

N)d 4751 »(biopterin: B)EDETFTT 5
A, N/BHWEIEETH 5.

(3) &M BH BB (10mg/kg) T
M Phe X B4 4-8 K[ TIEH H (2mg/dL
UT)ETETT5 KEFTT) D VT
ENEBAEDIERBETH ALY, TON/BL
BEETH 5.

(4) % PIPSRIBIEL R L TH 5.

b. PTPS Kig8fE (McKusik 261640)

(1) #E : EBRICBHRBIEOF TR O HE
BE2RELG2%)Y TAPETERENTBH XK
HIE 415D % 3540 (85 %) S PTPS KIBSET
HoT.

(2) WA : BHAEESHSRD 2% H OBEOR
HAE T NHP: 26 B ASE R E g, BREL:
NHP: A Y e Fatrd 759 V(NH) & D
BH.2SRAT 5. M - 88 - R ED T 7Y
VY OHTNAEML BT 572 N/B
HiZZELIBEL LA,

(3) #Wr : BLZEOAMHE (10mg/kg) T,
Mo Phe il B2 4-SHHMCIERIE T TKT
T5 REHRTT) VS TIEIN/BIIEE
HeEEE 5.

(4) H# : M PhelBED Y b — VL
RICHEBEEDEOMTEENLETH 5.
BH X fxBI M 2 @8 L2 w7z, BH.H
TR MEERE FHT5Z L IETER .
FD-HBHXIMHF PhelBEL 2 P O—§
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GTP¥7uv Fus—+I]

0 (GTPCH) OH OH OH OH 0 . QHOH
HN N ZH@ HCOOH HN c C ~CH,OPPP_ c~c CH,OH HN C—C—CH,0H
LI el Ty NSO n
HLNTNTON «HN AN Sy B OH
PPPOH,C_-O~_|
78-Jk FUJI'\j"fTU =1 \/&<NHZP3) 78~k ]"UZ\%’7“7‘ ) :/(NHZ) S TFY (N)
+Mg*
OH OH
6~V EANVF FF e RO sFYy & 7 (P
¥y vEY B (GTP) ThT 7 G REEE (PTPS)
OPPP-
HN/UI j‘ —CH;
HZN
BT T Y UREREE (SR)/ TV F— AWTEEE (AR) 6-E N EA )1/7“ FSe FaryFy v (PTP)
NADP% TN — R4 MRS (AKRICY)
NADP*
HZN HgN
‘7Mw NADPH"+H* b FEE S04 $9 7N b7k KOFFY ¥ (VL FREET 7Y )
—7
LN e s NADP* b e p 11 5y« -
MLW?}TU/ ;éfc;%;éﬁ—)//_ QoM H H OH OH s OH OH
SR/AKRIBl ~ NAD® NADH"+H c c CH; p> HNJ]I TC C—CHy - HN K/[ j—c c CH,
HNJj[ TC c cH, HZNJL OH OH Hom
HN OH OH
G =\’~//4’I~—~/I:FUE73“7’T'}/ (qBHy) 78Yt FUK%7‘T’} v (BH,) vt 757 v (B)
56787 7k FD Sl A ) IV HO,
(BH,) OH TFY v-da-HIVE I VT 3 v BKEEF (PCD)
I H
00 E H H Q OHl M T 0 N 0
HN)j: C C CH, H/{NJ\/Lj: C C CHy ereerrremermsanessencnsnnansases I H/Nk)j]: Cl)H C])H . HN)IN OH OH
HZN/U\N N OH OH HEN" NN OH O HNNON C—C~CH, HQN)\ N c c CH,
H H y HOH i H b
7 = = VEER ba="NVFFY-F LI FOEFTFY Y TFY Yda-HVE I VT IV 18-V Fa-¥4 77 ¥ EF TR
A% TEENT 7= > Tyr e 7 N — > VMA
7E=VAM AP T VENE VIR (ppe) PR ABIERE 7 e e
NI- FuFy gp Fudy (Tyr) Ty O A o VANV B 7 A L !)/.-..}51:‘5;{\71)
= yr
AN -t FaX B oV E VR N A Ry \_ CHES: b 5-E 1% 5 Trp —pe £ b = ¥ b 5-HIAA
(Trp) Trp KBEE{LNESE

1 FhSEFOEAT 7YY (BH)ORFEZTORE
Frsmhk - 7 b e Fued 77 v (BH)RMEE. FHE AR SERABREERN (L), p125-129, HAEKE, 1998 & h¥E)

9¢1
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LEHBTHERS SN TS, BH L 2-10mg/kg/
day %575 & L EAETHIMH PhelBEZ IE
FIZHRTAH, L-F—= NIEKBWOT I/ BBLR
BEEOHEER (D VY F—%) BT 254
DY 5813 5-15mg/kg/day TH 5. 5-k Fuo
*3 b7 b7 7 ¥ (5-hydroxy tryptophan:
5-HTP) & 3-13mg/kg/day EEN 25 &
THAH”. 5-HTPIZEA L L TEREDLN TS
57, EBRARED, W TERESDAEREL
THRFTEINTWES-HIPH Ve fFEHT 5.
Wb 1HEZ 34408 L T57 5.

2) BLBEREE(H1)

BHIFERT I/ BAKBRILIS TRE 2 fit
L% 77 v—da-ANVE VT IV
K3 (pterin—4 ¢ —carbinolamine dehydratase:
PCD)(EC 421902k *x/ /4 F-YVF
o ¥t 751 ¥ (quinonoid —dihydrobiopterin:
gBH) 2% 5. T gBH Ve Farsy Y
> B ICH 3 (dihydropteridine reductase: DHPR)
(EC1.6.99.7M)I2 & h BU'BHICHAESINA.

a. PCD 8" (McKusik 264070)

(1) #EEE : BE BH XSS 4 & Phe I
JETT7-YA 770 YBRPICERICHRE S 1
B IEBNZ T T 2261 (4 %) "HiE SN T 5.
FORETIHEER IR TW R,

(2) W : COBEORBIZL D (BH Y&
BENT7T-YF 757 U0 ERENE L
LIFRER D B AFEE (B, E T 729
BH/RZIEZNIEIEH 2 nEEZ BN TV A,

(3) W : BH DR HERIC X Y i Phe
EORT L, KR 7-¥+ 757 v olin%
DB,

(4) V& : B Phe MYEIZ—BMTH D 5%
VEETLIERZENTH LY, BREREZ

D LG EITIREPLETH D,

b. DHPR XigfE (McKusik 261630)

(1) #HE : BH KB D T DHPRIZHR I
FRENL-REEEZET BHEEF2EBIIEN
(31%)97%, FASETIL 41600 560 (12 %) & Bk
RATHARE QBB 1L R R R

(2) %K : DHPR RIBE CIZAE TH 5 BH,
HFH S NTIEFEMIC BHIC R D, FEICEL
SNTBERDLLDEBEHTBIEML TS
2, RO BHAIE T T2 -0 FFKT 3/
KB LRSI EE S NS,

(3) #¥r : BHZFOBAMHERIC X b 5 Phe
EOEKT 2R 5%, B L7z BHAHEHES
Nend—BEETH 72 VIETARD SN
W ERHLDTEENLETH L. HEDK
1Z1E DHPR I ORI E D LETH 5.

(4) ¥R# : BH, L-F—,% 5-HTPO#E5
AEH 5N A, LA L BH %5 TIiL Phe &5
DAY Pa—VHRTELVEE, PheflRE%
BHTE IRLIELIREROKTIRISZ
EHISENTBY, Tk HEMIEEND
EEE (O A oK) v (BEm&)) BRI TH D L
EENTWAEY

EbHWI

BH, A REIEIL, FERTA - A7) —=
YZIZE ) EPhellliEE LTHERINEZD,
RHZW - RGBT TH ) RIF 2R
M TEB L)ool LrL, BRIEILEE
(272 Y LET/NRIB S R BERR N A
NBBALR D EROMEILETH 5D, B
BIEDOBHEA (C 477 ) IdEMiTdh ) &
TR E % E R ERN KA RTINS,

1X 7Y

1) Shintaku H: Disorders of tetrahydrobiopterin metabolism and their treatment. Curr Drug

Metab 3: 123-131, 2002.

2) rEBR NAFT 7 ENRMERER, BEFEE 41(1): 5-10, 2009.

3) Smith I, et al: New variant of phenylketonuria with progressive neurological illness unrespon-
sive to phenylalanine restriction. Lancet i: 1108—-1111, 1975.

4) Thény B, Blau N: Mutations in the BH,—metabolizing genes GTP cyclohydrolase I, 6-pyru-
voyl—tetrahydropterin synthase, sepiapterin reductase, carbinolamine-4a-—dehydratase, and
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dihydropteridine reductase. Hum Mutat 27: 870-878, 2006.

5) itk BHREZEDSFERESE. HIX - A7) —= v 74Fk 14: 9-16, 2004.

6) Blau N, Dhondt JL: BIODEF: International database of tetrahydrobiopterin deficiencies. In:
PKU and BH4; Advances in Phenylketonuria and Tetrahydrobiopterin (ed by Blau N), p701~
706, SPS Publications, Heilbronn, 2006.

7) Blau N, et al: Disorders of tetrahydrobiopterin metabolism and their treatment. In: The Meta-
bolic and Molecular Bases of Inherited Diseases(ed by Scriver CR, et al), p1725-1776, Mc
Graw Hill, New York, 2000.

8) EHEFERIID  ERTAR I ) -V 7% EoNTICBME N AR O GTPCH RIBED
1. H/NESEK 116: 268, 2012.

9) Curtius HC, et al: 7—substituted pterins. J Biol Chem 265: 3923-3930, 1990.
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7 I/ BAEER

AFA-NWT Iy, EAMZCABEER

FEEL-T I/ BIKREBRER (AADC)

RABEE

Aromatic L-amino acid decarboxylase deficiency

Key words : E&HET I /B, WREESZ, S7o-L73Ir, ub=,

TN HR

F L &I

FHEWRL-7 3/ BER B EESE (aromatic L-
amino acid decarboxylase: AADC) I3 FHHEKR 7
IOBHPOBERYBROTEMERET I V2 E
T ABETHL ZOBEORBERY 7O
— VT IVRA V= ATIv(ka =)
EDOMBRIEEDE OBEMET LR E
PERIET HHBOTENLREEEERET, 1990
#E 4 1) 2® Hyland & Clayton {2 & o THEAIC
WS BEAGEEIERASRE L CHE
R BRI REE TIT o 72 YN R
YV ERATIEIE O BR & HETE TR BT SR IS
R (WFFEERI 0 8) & L CHRE#RE Y 5 — %@
U Th—2 =V [http: //www.nanbyou.or.jp/
entry/615] FIZAR L TWwA.

S ER i

1 . oty

AADC & L- F—/3(dihydroxy phenylalanine:
DOPA)%# F—/83 42, 5~ Fafy vy s
b7 7 ¥ (5-hydroxy tryptophan: 5-HTP) %
T k= > (5-hydroxy tryptamine: 5-HT) 2}
REBILTAERETHY, MEEEWETHA N
-3, JNVIERTY Y, T¥RTY Y,
o bV OERICLEDERTH L. FOKX
HEO AR, LEBEY»LOREERDB
F OB R B2 IRBREERAE %2 SIRBRGER R &
YA M7 THREL, BHEFPOFEN=

299

mEAEX

1) > B (homovanillic acid: HVA) B X U'5-k F
o¥ 4 v F— VEEEE (5-hydroxyindolacetic
acid: 5-HIAA) DRAE 72 LAY 2 AT R CRRBT
ENE F=NIUV7I=R M2 ERHVERA
IRIBENRA LN TWAEDBFREIART, £<
FEE D) THRBOLNIREBIZE T 5.

2. & 2

2009 £ B ICHEAT 8 MBS B A O R R
BRI R N R E R O 2 &
HOVERL & BEBOERFAEICE T 50580
(EEWIFEE - FrEibR) 12X 2 2EMETIIA
FELTHODICR>7ZDIE2RABZDIANTD
5720 MO TENLBEEBRECTHRORE
T 100G 7272 W2 Z D7 HAD AADC
RIBIE D BEBEREE YNEMRE D EYERRIE
£ (JPND : f3& ILHETF) 235 LIFAADC
RABAE LIS D /N B R E M E R & h b
BHEVEBBEREIC S — 4L x— Vlhttp://
www.jpnd.org/index.html] % U ClEHiE A %
ToTWh,

3. W& - fRiE

1) &

7p12.1-p12.31ZFFFET 5 AADCER ¥ » ¢
7% 3— N3 ABETOREIRRET 5EEE
RETHEROASHEOEEERE & 5. AADC
EHEDOKIBIZL-DOPAR S F—r33 YDA

Haruo Shintaku: Department of Pediatrics, Osaka City University Graduate School of Medicine KBRHTIZ K&k %

FelR 0P ek FeaE/NREE 2RI
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NI N7V
(Trp)

5-e FaFx vy NS bT 7

T VT 5=
(Phe)
l7l:w75:ym&mﬁ§@AE

Fa v
(Tyr)

| +97 457 Ammteses (1ee) l [F 0 > Kmibss (TH)

L-F=2% 3 OMD — VMA

(5-HTP) (L-DOPA)
i FEEL-TI B |
iR
l (AADC) l
N-7 & F N o b= v AN
ru by (5-HT) Ker$3 % —> —>[HVA]

}
AZ b=V

VT FLFY v —
MHPG

TrLFY Y T

K1 E/ 73> RBEAADCRIBIEICE T 2 BEEC oY & %)

PETFTL, V¥R 7) Y, Z¥RT7Y 0D
EEDETTH720TXTOATIA=NVT IV
EEODKTFIXEZENSE. [FRIZ5-HTP
Potu b= VOEEDKTTE 0O
WA Tk, AADC DEE (L-DOPAB L UM 5-
HTP) & DB EYW TH 5 3-o-methyldopa
OBERPBENERL, ERWOATFa—VT
Ivebku b= ORHEYTH S HVA, 5-
HIAA X R L w5 (B1)° Mg+ L-DOPA

BLRBRIEHIMET LS CTMERELT & 2 5.

BIEFERIOHBOBFEIHHNEFI A
YV AERSTH LD, AEIEBCTIEE—D
T LU—AY 7 VEEOER (IVS6+4A>T) 38k
HEIKN TS, BEDLEIAIALVALRE
DOEFMEAL 2. L-DOPA KIS DOBER] T
WESNEEEATATOT I/ BERZ R
23 G102S B R B EH O S250F 7 SHEB
BERLROP-TETNEY,

2)® B

(1) AADCRIBFETIZ F—/ 83 VEENME
T 5700, MEAOBEREIVA =T
CHEEBOBEDEREE 25 (F DY, EHER
HETIE, F—SI VARBEL KB L T 18F-
dopa PET#E THREENDOIY AARDTHET

%1 AADCXEEOAEEES
(Y & v 518D
VAMZT
HRERE 275 E (OGC)
WA =7
FIFHIRA =T
YA+ =T
34— RA/EELHE
HAT SRR
28— % 2 VR
BT T N—¥/TTF F—F
JER A S A L
R
FHIE el

R

5. La»L, HEEMRIBETIIEEIIZEDT,
TRODAT -1 SPECT #& CIIMGEMHE~DEE D

RTELRE, MOEE, FITHREED F—
NI VHBEREROBEIIRIIN TS EEZS
nTwsb,

Q) FWOHFa—NVT I VRRITIEREN:
FEI, BH, Bk, EHPTH, RETER
EOBRREMBIERETIEEBIT(R2)Y. £7-
R L 5 EBREECERIREILZ LD
. TRLVFY YOERTIHRIIELFIEEIL,
RISERTEF OBREA £ M BREROFEE O —
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#£2 AADC RIBAED B R ER

(B> & 9 B1R)
SRR - R B e
hiRFMEE
BB - WENESLES .
IR T - mEILEAL
{EILE g
IO i R S R B R b

AR BE

#3 AADC REBIEDEEHME

ERERE - IPRRE

(C#Y £ h3IH)
TEEY R E 100 %
IRERE R 5E1E (OGC) 100 %
B E 92 %
oD BB 69 %
ARES - FAREIE 69 %
HEAR R E 62 %

HAZEE - EREOHE 54%

DERhoTnwbeEZbNA AADC KRIBEH
D FDG-PETHRE T F—/33 Y HiEOHRE 1%
WHERGAR & BTTEAT B C O BHE T O Rk
HishTwa®

(3) rulr=rvORrRIZEEREELF EES
T CHIEIRANVE S THAEAS b= vidt
O UDRHbARENLLDIZAT PV OE
RABEINRTWA D EHN SIS (F3)°.
3) ERERAEIR

HEFCIZ 6 7 LIS, BIREY 7 BRER iz
Z&4E (oculogyric crisis: OGC) & D Y A T
=7 CHRE LB ESHREIERT L £0IF

PICHEDOE WERE LT, MEESOEE,

SRIEE, ocular convergence spasm, [1JEEH
HYANZT, 3370 —XRA %R EDRDH5(F
3)Y. BETEHBRIETL, RHEBRHE
TCETHPNE V2 XIS TH S, £
CIELE ) TREBOLVIRBICE T A0 —
B ORI T IR TEL FERE LR L
SV T D - LHEFNORE S D D IERD
MR IE .

4. B &R

AADC RIBEE T, B X ZEEICHEILEE,
AR, RIMAE 2 EoFERBORE OB
BOLZEDVFHDO—DTHD. ZOLHIRE
BITIZY A b= T RBRERE L OERI D729,
RO AT & AR P EERIEEOWE £ 1T 9.

(1) BEmAETIE, AADCO#EE (L-DOPA
BILUS-HTP) L 2ORBEYW TH % 3-0-
methyldopa DB FBEN LA L, £ERPO
B/ T7IvVERU N VORBEWTH S HVA,
5-HIAA IZFER L T 5.

(2) M3 F—SBRBIEHIET LE R
HWERBELT L% 5.

(3) BIEFERIEIOHHOHENTH D %L
WEIAELVAERTHELY, HEDELZIAIR
VAR OERBEMIE 2.

5. REL TR B

F—RI 7= AN, E 73 VEBMLEEE
FHEHR, WBETHLEYI VB REZHW
ToBRPBENIIT O LT 525, BEIFNI LT
FHTIrERRLIHFTERY. FLTERE
BUZBWTITEIROELT & & B IZHET R EER I
WREENHIL, SEEFCIXILLIEIIC %
THRCTE2HEND )V FHEARTH L D
e DITBEFRBICEHEFERS2 T O T 5.

AADC RIBJE TR DOMES RN TWAH 2 &,

HIZAADCEBZFOEAIZN—F V'V VRDWE
BWELTHIREINTVAEENHEATESL D
ENERMEETH B BETIEZEIC6AD
AADC RIBJEQO BE ICEZTHENTOI, E
Fe e LB BB FAEA S NS T ERRIE
ROFBHELLENB LN TN D,

BhHYIC

AADCRIBIEIX, TADPADEHEEIIEL
ZOWORERELEIEF DY, FOBER
VAT OZHPENLZ LD D, T
HRE S OENVPHELREELH), ELLIZ
Wizl TWRWERLZVWEEZ NS &
D7z, BRI AADC RIBE % B> TR O
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