[JaSMIn s&@{=E%555C55 No.32]
20194 7H 3H

T — ¥ =R IR B BrRIBRIERR R OB

SEURZAESEES PR/ NER sl f%

1. I—v=fEix

T— 2F/EITA S —LFEOONE DT, T4 Y S5L4YY -1

Ve W E, AN SRR - U YA 2 L THO X ————t;(b ks -
S7fBE A L TR Y. WEICK 60 FREEOREES N, =
STWET, MIBNOERNR LIET A VY — Kl .
T, TAHEEFEICL > TS, FRAEATY 0% »
DT, T4V —LEFREOKED AT A (THFEME)

BRSO B T 4

TA Y= IR, ZOTA Y — AR EER =
SERE - ERFLTODZ ENEET, SiESLE b | 77'
XWENEE DREORKHT, T— = m Tk, Wk % &j y
B-U Loy B —P OIEME T - KAEEE T, B SR e
Nwrna7y—hEICEEL, BIELET, BRI, b\;/

R&EL 3T 5 L afgiEk OIFhCiEs i 2 | &,

MR DWAD . BHIRER) EMRIER (TOWHASRT D& BEOENSLIRITRE)
TY, HATIEL100~120 £ 1Z EREFIADBE LIV, D 9 HOK) 60%H EHAEL & Af
IR 2 G OF T 2 (281, 34Y) BETHL LHESNTWET, 2d, ST
X EF R THRER 2 5 0F L e 0IEmi i (15) 23 90% T,

2. I—T o IROIBEIEFF

BE, DRETERINTNWD I— v = {OIERFEIT, BRMTEE (71T —
BRI ITINET =BT AT 7)) EEEGEMEEE (=) 725y MNEARRED
) TTNR, 2THHIEFETHFITEOF~AS> TN Z EBRHRBRVWHEE THL 72O, H
AN BB D MRIERIT S L THEIENRZ L L | BEFRIEOBRRE N RO LT
WET,

S L THMICA > T e W EERRIE 2 BEO IS B 5 (MEN 5-CBEEN %
5) THRFET, o T A4 Y —ARTRAELNTWET, BekTIIEEe A KV
K7 AF ) — A (CLN2) 126 L CMENE 5 HOBZRIFIN AR S E Lz, £,
LaZHE I (o2 —JEfEff) SREMEAE YA hr 7 0 —THIERMA T T
WET, BT, NIZAS TWNT D KIS TRZHE L 7B RA OB & [FER I o
FRIBTIHE > TWET, ZNHDOBFEN, 4% T - =R L THISHEND Z &7



[JaSMIn s&@{=E%555C55 No.32]
20194 7H 3H

s ivET,

HEARAMHFIT, BRICA-> TN 2D TE 2EABIF bED SN THES, N
VINAKE s N E W) FEFN BRI T 2 {OET I T R E LT A HE
DR E EBIZY T ADRBHCHENBO DN ETIHRENDHY YV, BlfE,
Jl N DFFRRLERE S ATt L CTIRBR S iR ©F, 72, 9= =WDF v U 7 D/3—
XY IRRE S AR LT H RIBRD R A2 W IRBRDSBRME S T 0 | fER 7
nEJ,

HATEZSN TV T —>TROEEL

ESCSERE

ﬁiﬁﬁﬁﬁ% (SRT : substrate reduction therapy)
(ERT : enzyme re placen-'rent therapy) TS A5y MBEGERIEH T
1260e5—¢ | or| “P2hEI L o EYHLEEIECYP2DEMBIE
A7 _llor| Fzmesnaas
FFTIE (A5 16E0L)
HoOATORBICERS ® CYP2D6MIEGERI &S TR
SERNOLTORECES CYP2DCOS
ol ® o HAZSCESIME

BENFI A WA
o [Tk - {81 FEEE
® EREARINEER
o EEEAERAOFEE (FUEESEE. FUEREE. U\EY)
e TEEFOHI- (EE+SLEVTIE)
& FERAHIEEISOTF T A

* CYP2ZDGIET #REWEI NE, MERET 53 0°, FIS S ER AP AR T il fasL TN,

IHNHDBREITMAZ T, ¥y _Xa U REOWEPED N THWET, vy Xmrbid
7T UABETREARCHBAEZERLET, VX U 3MEOF T O & AZ LT
LZOTLEOIM?EIL BESADENTIEGNDBER L /"7 R — ML THWET,
FAIZBHOEANTIEH 2, RILOFZ X7 RERSIVTWET, EFRZ 37 34 o8

DFNELLITDEBEENDZE (T —NT 4 7) PEETT, Vv aif, =
DH XY DIV BHOBFIZ, BERZ X7 FER-> T EFICITVEEND LD
BN TWET, vy 2ny Bl 8 3 v 7 ER) IR bDERNICH L b EF
FELTNWADHOTT, FHEEH L v 2o it SAIEE L TR SERLET,



[JaSMIn s&@{=E%555C55 No.32]
20194 7H 3H

SZIA-NTATIRES RO L

DFINOEE FIRFR A0 EE
ZH | TFIeAOr =047 ER
g | D TIrROVOFEP 2T T I ERORE.
PHE DEHMTE
RS | FREEHES S14YY—hiR
RITINA= J7 )-8
AIANTF— JI-315%
FILYIAY—TR GM j VAT F—2A
S —=FY5R NWZA% TS
&= LIZHEE
RS FHETOA FURIAF A
IR SRR
N EvIiRA/BE | HERREBEREME
T-219
Adapted from Suzuki¥ (2014). Proc Jpn Acad Ser B Phys Biol Sci 90(5): 145-162.
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