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%¥E1) 7 —+t (polysaccharide lyase) : —#¢MIZ, 7V F ¥
B, _yFv, rVaAyI s h vk EOmELRES T
oo rREAEEHERL, ToEETKmMo ) 2
¥ NHEG R, MR TIE 2 < pIBLHERUL CUINT 3 5 BE %
THh 5. AEEFEIE, Carbohydrate-Active enZYmes (CAZy)
T—=FN=2ZBVT, —REEIZESNT27TO7 7
)= E NG, RO, e BRI A VR
FUIEOREN, CSi7a b o5l &ikE, BXU04L
ANOT b+ EGARREET A SR IR SR A E L C
Wh. ABERBIBICE D, c4b e oRMICERA
ORI O Y REREE SOHESEL L. 5612
T—EF AT Fa s —EI2Xk ), g
ORI O SRS 5.

(A & BUKPE - B2)

FRAINZX BT OF77—+ (aspartic protease) © 1P
WCZDODT ARG X UMDy v B hEEE O
BT, BETeTF7—FEbwd., T4 VA, M, B
W, W2 oA E CILSAAEL, BRHLEERTH S
RIVIRFEY Y, VIV —LBEDHT TV DRA
FT7YVE, MERHIRTFF (7 V%700
AERFEOLV =V, 7TIuA4 NSy ¥ 387 EoY)Rnic
Mbbptr L —+E (BACEl) ®p-t7 L ¥ —¥, bt
MEEAETANVADOHIV 7077 —E03REFTH 5.
TANRGEF BT TT7T—EHERLE LTUIRTRAY T
YR —RETED, WIMERE (L=), TIINA T —¥H
(BACEl), T4 X (HIVZ a7 7 —+¥) OEHEERE L
T, KBEOFENWHEFHRIHED SNTVD.
(AR RBTRRE - B2)

BAG6#E & 1% (BAG6 complex) : BAG61Z, & I ZH %
HAPEBEAREE TR - RS2 3 F U kY
VRZEELT, 191EICHE SNz, BH K EOMHRE
BABTH > 7255, 20104E 12 AR E 72BN AR 5K
YRTF Fa2IEFF VRIFN G ERISE S Lk
FHKT L LTBAGO R RWZ S, —J7, F4E, BERE
GETH AR oML A€ 1 7 (TRC35, TRC40, Ubl4aZs
ExEt) BAG6 EHAREIEKL, o T AT
H =R Sy EHOEERICE DL Z e s
7-. BUE, BAG6IL, GETHAHKR K EQ 7 OARLLT, £
CDE3LEFF VY —ERLEXF UEEY V08
SFTrRur i ELERGEAEREERL, ks v
NI BB REDTEH LVHTF & LTHEHEZEDD
Dbhb.

ONE#Z  EHREREE - #)

T ZBMZ7T (dystonia) @ ANREREE) O —FlT, Hpfe i I
FAIZ X 0 DU ek %2 A U A & 9 R BB R A EB) )
W CTH A, FritET, METIREMERICASND 2 L8
Z. ERTTI T & FEPUT O R 2R,
REAMERBTIA N =T HMEE TS erdHb. 2f
P& Rk, AR LRSS NS, REED A b
=T ORFNE, MBEECTHRARIE, RETHh b, KiE
Ho—iiE, REFORVBIAEHETH L. EHEMED A
M= 7L, BB RN MRAEST, R, IR RS 12
Ko THIET 5. KINZEREARK 20 LB i) 16012 B A 2 iR
OWRERFICL DL EZONTWAY, e HiE, K
HROBECTHET AP0 H 5. VA M=TDOLITHER)
iREEED R {, BEOHEAEEESL LT QOL (quality
oflife) "F LK HEDLNZ I 2B 5.

(s s iRk - BB)

GET#E (GET pathway) : A EW DR Y > 787 BT,
CRUGICHEE M N X A V&L, Ko osHi R 212 8%
L 7 BLIH] O tail-anchored (TA) % ¥ 737 M D% SRS
b, CRMOBHEMEF A4 »AV/NafkBiTy 77 e LT
BB T % 728, TA % 7% 27 B 13 signal recognition particle
(SRP) MRAFVERIERILL I A 5 = X 202 X B AN DHLA A
BAWEETH L., £ZT, TAY V237 EO/NBKRBE~D
BATEMAAR T OIS EDHHMA L LT guided entry of TA
(GET) RBEDIEAET 5. WiHEMS V87 B Get3 IXTA ¥
YRZEOREFE N AL VIZE&E L, AMRAKE O Getl/
Ge2 i &K~ % 9. Get313 ATPase Td 1), ATP/ADP ¥
AT NWVICEDTAY VN7 B L DG L HlE S h
. 2B, GETRIEICBI A% X7 HoF@mizix, b
S A adEE L.

(REBATHE ZBREWA - N4 %)

BEMREMEEHEEM - 2 —O/NF— (hereditary sen-
sory and autonomic neuropathy: HSAN) : # a1 = 2 — 1 /¥
F—0H b, EERE, BEMEREEE ERE T 5T
HORMMBEEETHS. b bBIEEEEDOMIM 7 —
FR—ZZX DL, HSANIZ1H 2 H8B FTHHE S
T\ %725 HSANI, HSAN2 X BB OBIZ T MDY,
HSAN AR T3 20 DB F A SN TV D, K
B L BEERTHEIN TV, RS TOME
PHKE, TOBEEUNENLELS LTV EETLH 5.
HSAN @ J5 [K i# fz T 121X, NGF (nerve growth factor) &
NGF Z 5% EME R RN B2 H2 L 0L H 505
EHMEIRBT 25005, LlOGF A=A LDD
ANEIPICOVTIIESHOBETH 5.
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