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MRARFEENES (PPT) <TlX, synaptophysin %
NSE, NFP, class III g-tubulin, tau protein,
PGP9.5, chromogranin, serotonin, retinal S-anti-
gen, rhodopsin 7 ESRIEMARILF T THRB S
L0, ZOREE LRI A Th L. RIR
FEEMEASAT P =0 2GR THILhs, O
#E % %% T H 5 hydroxyindole O-methyltransferase
(HIOMT) x93 292 fER L, PPT B L
PNET, #i30E (MB) (2B 2 RME ML 72
g EFEE e M RNA £ D155 72 HIOMT
@ cDNA % H\v HIOMT & HE % Gk, ~ v
A (Ms) BEOTHF (Rb) ITHREL, PikEHE
# 1, ELISA ¥, Western blot i, fEML
BRI TEHii. PPTs 43 £, PNETs 3 4EfH], MBs
34 FEBIC BV CTHER L 72T HIOMT 9tk B £ O°
retinal S-antigen, SYP, NFP, MIB1 ® Jifk (2 &
% REMR LS & HE el R 2 MRm B 212
A L 7o A S L £% PPTs 23\, pineocy-
toma 9 % (Jouvet 4748 1 grade I: GI), PPTID 21
% ([d] grade I : GII 9 f5, grade III : GIII 12 f31)),
pineoblastoma 13 f# ([ grade IV : GIV) ®4:fiiZ
HIOMT Fpi:Alfie % 72, HIOMT B4 s (mean
+SD) & pineocytoma (GI) 854+120%, PPTID
(GII) 53.3*184%, PPTID (GII) 22.8 +22.5%, pine-
oblastoma (GIV) 56+53% &, & #, A HE7A=% ¥
5708 5B #Ud A L72o PNETs 3 i 1
%, MBs 34l 22 #1112 HIOMT B ML % 78
55 ZOMEHENOEIMBEIED %o 7.
HIOMT fug ik b1k, PPTs OB Ok
MMtz 179 L CHAEEZ bz,

II. Fabry #& knockout ¥ 7 X D###ZRIE

HAY : Fabry ¥ & alpha-galactosidase A (GLA)
HAME - KO0, ZOBRTHREINDENE A
T A Y TRERED RSN THENICERT Ak
&0, BEEOERIKT - Al B HERATH S,
4+, GLA knockout mice |28\ T, JRBLZAR
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Fx2ATW, b b Fabry i & EBHRET L 720 R &
J5# © GLA knockout mice x5 & L, tEAB &
OESEMICHMEE L7z T 72, HEEMNICERT 5 glo-
botriaosyl-ceramide (GL3) (k3 % Hufk % H v,
GL3 D RIEXH S M2 L7ze ¥ b Fabry %3 MoiE
BB L OBFERIERIZB T D FAEOREEIT- 72,
1 24 il knockout mice TIX, BFRME - 15
BRI T A - Bt B TR AR B L e g om
BRI E R ZE R BT 2 FR 7o, FEEH Tl lys-
osome W JE R ¥ AMRDSFEAE L 720 P GL3 Bkt
PERRRALZEIZ BT, PACIIRGR T, i - =
MREERYE - A OMBBICERE L, KRR
TUE, =AY - AR ET - i B
FEMIIICEBRE L /e AgmifE Tk 27 il
JAARPNZE AMRISAAET 5 b OOEIFEIITRED S
B olze HNFMMETIE, BEANBLOT 2y
2R AR N3 AR & BB ZRR D 720 D AR &
L CFEAMIE, RIEREAME - AR,

BLUOEGOIME I ZEHAMEDPAFAE L7z, & » Fabry
IREIES] (67 P 1E) Tk, THRMRERICS T
PNZER L M REIC GL3 B % 320, HURTEB
%I L Ok R T 40 8 B A% AP AR i N L2 GL3
AEFE L C V> 720 knockout mice TIldile b i
o 7 DAMIBEN R B AR ER IR 7 &, X D L HIC R
FEEMIMNIZGL3IZER L T\, % GLA
knockout mice Tld, GL3 &FEIZ & % B IRE AT,

EHOME - B - FAEER - BIRAE -

TER - BIE 2 PGSR 57z, & b Fabry il
EHEL, DR BRI O BRI E TH
N, EEHMOENCE D EEZ SN,

M. E8/NKREREE 7 2HRZE T LICH1F 5 NCKX],
Phactr2 DHIREE

B/ NI S EE 7 7Y (spinocerebellar ataxia type
7:SCAT7) &, HEBEL, INNOZEEZ LT R) 7
VE I VIRO—RITdH %, SCAT TlE, Z % atax-
in=7 SRS N CHBL LWL 2R S b,
/NN S, X0 SERAICENE T B F 12T
X, R ataxin-7 A%, TN S OB T B
EF DS HEST L 2 EARERTEO—D & LT
EHENDD, ZOREBILFEZFoIIHI T
Zve B ataxin-7 ORBFHIC L > TR
flENb@ET L LT, MEEAMRIC SRS 5
Na/Ca-K exchanger 1 (NCKX1), /M7 V&> =
HAEIZ = %6819 % Phosphatase and actin regulator
2 (phactr2) %R L, SCA7HIELE T IV CTHOIEH
EENZOWTHES L7z, 28 B X OIEH ataxin-7
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BENFIGEA LM Z Hvy, A L7 ataxin-=7
DB F BItE, BRI RNA 2L, V7 Lvy
4 2 RT-PCR 12T NCKX1, phactr2 O ZEf#HT
4T o 720 HI11 TIEHFEEENY 12 NCKX, phactr2 @
ME AT OB T L7724, FI127 TIEEHHOZ%E
Bhd A SN o 720 NCKXD AR o M A
HIN T AR R FE L, Phactr2 \3/ME 7V %
IO Y > T AMBEBEICEHEG L Tnib, B8R
ataxin-7 DFEINLED) TS OBEET OHEBEOKT
A%, SCAT7 OHEIAE M, INREEOR RIS LT
WAL TIREED D B 6
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1. high grade 78 R ARSEE ML i 57 (X, Mo
FAK ISR O R 7 il & ORI AN EE T, hy-
droxyindole O-methyltransferase (HIOMT) ® ff
TEEFHT L LICL ), BTREE o722 L7,
FHINTH L, F72, MBRFHEREB LTS
WS 5 ETH HIOMT ZEHEL G35 2 & 48
HFHTH B EamL, WAREFEEMIEL OB
VERT LI ENTFHEENL,

2. Fabry imOERE & RS & O B2
LML, 4k, Fabry WO, GROFERIZE
BT AR TH %
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4) RN, MR, MR O B RRR
—H8. TV yEAEET MV129 & VISOL % - 72
CJD @ 1 #5145 50 0] H A S B 42 43 M 25 22l
Wfgess. @i, 6 H.

5) R WA, BE o WG N (BURE HRRRD) . BRE
ANRRFRE 7 B E OV & 7R BLT L A SR
55 50 [a] H A EER B AR SR X i ge 2. W, 6 .

6) A HE MR UEAET, EERE -, LN B
PRIGMEARAY MAEEE 212 B 1F 5 Rho/Rho kinase 523 7
F IV OTHE L Rho kinase HESEORHSE. 45 20 [l H A&
RIS RS ES. K, 9H.

7) AEEOHE MR RAF, MR, MBE—EL AR
HARH:, Fik &, HO%K, EHEH, T —i,
FHIEL . B PRSP AR #5120 57 % Rho kinase
FESEORHE. 45 24 [l 0 AMERIR G OHES 2. [l
10 H.

8) HTwmTY, EHFE (EBKE), MHrFitT,
WHE=Y CEOMFE). TEENOEBZIEELS 4
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[E#(2 85175 Rho/Rho ¥ F—¥ L 7 F IV ER 5
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