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[557] FFReZNE A (Neuronal intranuclear inclusion disease; NIID) (=4 Ak, 7,
P62 [GHEDIZNES AR (Nuclear inclusion; NI) 73, FARAHREROMEHINGS Y 7 HfAO 7272 57,
R ES OHIIC b S < HBLT D Z & A L T DHAEMRRCH 5. FHEFEHC
FATEIRDIBRD TEH ThH D Z &b, BOR DIREE AT DB CTH L FPHEII ST
WD, ZOHT, FAIIE NID ORZEITHEMGE (Leukoencephalopathy; LE) Z{}: 5 FREMEZ
295, T, PN, 7R MRIFTRICIIZ T, BEERICE D NI OB TH D
T ENNE ST, ARBOIRIETII R TS S 00, FHREFEC, NI OZ<ET7 A hadr
A MIHBLL, WRRIZBWTT X hath A RORBRFCT Y A — AR Hivd Z &
5, 7AMadA FOBREREENEDIL TS, 7T & hadA b OIEM Lol a2 et % 15
PRHENF & LC TGF-B MBI TA. TGF-P o7 /UfkiklE, Smad2/3 V) k(b & BN
1759 L UmiE S, Smad ubiquitination regulatory factor-2 (Smurf2) (2 2 0 il CREER STy
%. HEEEILZ ORBOREENRT 2 A S OMIERE 2 &, ARBRO NI O LUV
REICRES- LD EHERIL7-.

[J71E] ARFZETIE, LE Z RO HitiRiEfs 2 5 L72 A SIE NIID O[5 5 451 & AR 1 451
(With LE %), BEX, 26 4A S THIRICTEIEAZ NI 2538 Hiviz 3451 (Without LE Ff)
KA &, LE 2R e 2 2 UREAERIC CRRATSIE NIID &2l S 7= 7 Bl S
FRARE L LT, NI OJFRERAVRHSE TGF-p o 7 VEEEADRHR A Lz, Zhbo
JERIDFRN~ Y VETE, T 7 4 aliT ey 7 BUR AERLL, Sk b R O
TEHPEEEIToT. NI p62 HURIC L DA% ClEE L, NI OfffE, NI 247 DRskila L ot
7 THIMOBEEZ I L=, & 512, With LE BE3 L O Without LE BE X 0 45 1 FIOORTEEEESH
Z T, HTp62 Friks v - a ik o) B TR T L DB RERIER A T2, £, NI
AT DRI DEEND U Rl Smad2/3 (pSmad2/3) DR E, NI O Smurf2 BtEROE
T AT T2
[REE] NI 3R 90%23 7' ) 7HIKICHIEL L, ZOHEBBEEIL LE OFHIREH L)~ 7z,
With LE D NI E 170 um? 28 2. 2 K& &0 b DO F Thglis < HBLL TV =23, Without LE BEClE
ZD X D72 NNIFRD LR o7z, HRIEREAINZIE, With LE BEORTEREERC BRIV T, N




R 2 T RRDE TR DR\ — 72553 % A% NI Z, Without LE FEDZ L 0 msaEICRE
7. &I, pSmad2/3 DIEHENOFEIL, LE DAL BT, NI 2AT 2 TR T
TR LTz, WRECHW T, —H0 NHE Smurf2 (27~ L, & DB SRRV RS L OV
A OWTHIUZIBN T, With LE BRZRWTHEICHE S, FREERBIOIRHECH [H
ChoT-.

[B£2] NI T L 0 & 2770 7HIE, 7 A bt MOERRICE S HBIL Qi Z &
%, TA baY A SOABIORREICEI S L A Z L2 KR L= £, ZTOHBBEEN LE 0f
HE BRI LUV I E D, NHERBITEBI I TIEEE IS O Cunian E Bz b,
LE OFHEZ LD NI DR E SSOBIIZREOAED I, FRIEOHEI TICHE Y NI OREESHRR ML,
THRREMAVNE S, £, IEF CTRONDEZEAND pSmad2/3 DFEBLN, LE OFBEZH DD
59 NI AT 5 TR S LITEE L TWD Z 2005, NI ZTERL L TWODHIEIC BT
TGF-B ¥ 7 /U OB E A SR = A 53 X 0 LIRTOBPE /N HAE L b 2 E LN, — 5T,
Without LE BED KAM#IRRICEE LT, With LE BEDZ4°, NIID FEIEFIO B &AW T, NI o
Smurf2 BRI B o T2 Z L bIE, ZOEEEEEN TGF-B & 7 VRIS A4 LT A&
haH A b ORREREEZ S X 2 L, LE OREICEE L T\ A AJREMIVRIZ S 7=, £7- With LE
FEDRVE AN & EAGHII, F10Y, NID FERIO R SRR OARNHIID NI 23T 5 smurf2 [
TP L CREAEZ 7R U722 2005, Smurf2 OSERPEHIE, FRACCHIIEREIZ )b B9 745
EEZ O, FREERRRR ST 5 p62 & Smurf2 (233 2 HUAZ -t foys —Ee il L
% NI OIRGHERORPE I IAIREDOBZW DOSE L 72 0155,
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FieZNEF AR5 (Neuronal intranuclear inclusion disease; NIID) [ Z=A4 4k, 7>, p62 [
PEOZNEIAR (Nuclear inclusion; NI) 73, HHRAHREROMESHIEC 2 Y 7RO A 72 53, KAl
FREP— B OMINEIC B IA < LT 2D 2 & 2R S T OMREMIRE TH D, ABRBONRIERE
FRIARHTH D 0D, KT, NI DL T A et ML, FEIZBNTT R K
a1 NORERECS ) A — LV ARERBO HILDH Z LD, T A hathA FOHERREDEE
DIVTWD, TR hath A ~OTEMHAL-CHE 2S5 B HE5AEK - & LT TGFB 231541 T
W5, TGFB ¥ 7 VR EIX, Smad2/3 OV V(b EENBATZ I L TIBES 11, Smad
ubiquitination regulatory factor-2 (Smurf2) |2 ¥ HIfIRSIZIRET AL TW 5. HIFEE 1L Z ORE Ok
T A haYA NOFSRERFE 2 E, ABEO NI OIFAS LOYFREIZEEL- LT D EHER LA
BB ORI TR B 2 7o 7.

ZORER, NUEAER2 90%03 7 ) 7l 2 HHEL L, 2 OHBUBEEE L LE O BEZBHE L 7ed o7z,
With LE £ NI E 170 um? 282 2 K& &0 b DO F Thglis < HBLL TV =43, Without LE BEClE
ZD I 72 NHIRESD i Tz, EEIZRERIIZIE, With LE BEORIEEEACEMZINT, W
ERZ A TRROEAFE ORI —72385 502695 NI &, Without LE #EOZI K 0 mHEE ISR
72, EBIZ, pSmad2/3 DIEF 7N O3 EIY, LE OFEEICRH 5T, NI 287 5l TR T
THRL T, BREZIWT, —580 NI Smurf2 BEtEA 7R L, 2 ORHESRIS R EHIEES 1 O
F FAHIEOWTIUZBN T, With LE BRZBWCTHEIZEL, FEERFIOIRHIE CH IR
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