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Dystroglycan MR FEIZ L 2 5 REEE O 4T
SHEIFEE  RME—ER WIRRFEFHERNE BEE

B E

(ODystroglycan (DG) &R MAS EER & AN EEZREICRET 50 FHETH LS. RIS TR D
MRS R AL B GBTDHZEIZL Y DCEESEEIET D natrix metalloproteinase (MMP) 1G4 % &M L 7=,
R L7 BDG 26 TNT DG DS R AL o DRVEER%Z RT4 Mg, B, E-FBOMP LA F=2~— 1
L4rfE% 7=, RT4 #ARE, H5HD zymography, RT-PCR %47V MMP O IRAMAT L7=. RT4 MARKEHUIZIE ADG @
MREA B A A CEBRNICOMRT A WPIESENSTFE L, ZOEEIIMP-2 & 9 0FRABERTMEl sz,
BDG OFFES F A A X MMP-2 & 912 L D HAEENT-. Zymography, RT-PCRIZ LY RT4 #EARIZ L5 MMP-2 &£ 9
DEADVHERE SN, BD6C OIS N A A R3S N5 ERBRIZITMIR bW Sz MP-2 & 9 5T 5
EEZ bR,

@ o dystroglycanopathy DREEZBAOLMZTHI L2 BEMNE LT, RERBDETAEBY THH 7 7 F RIS
AT U AORER, WRGESWMOBTEITo7. B~ 7 ARWMHRIZEBT 5 aD6 © laminin #EEEEL fF
LR A 20RELHEFZMICHRTF L. REFEERAEIC LV HRTGEEHOBRELITo7-. D6 O
laminin FEAREITEFERL TRH Y MR RICHEHERMEOEL RRE L R TR ENRD bivie. WEHEA I
FAb U= E m Li-. FEOXRMEBREEZENE MBI 5 adystroglycanopathy BWTHLEELTWA LD
EHBENESBINODRBIIBIT 5 RKMEHROFMALETHDEEZ b,

A HFERER BUAHMBOERK, MBICEEREEZRELZLTH
DDystroglycan (DG) # &Ik« Z2Hifa DR EIEIZ LHZEERALMNILTERL. 8%, BUEG TR H
HELBEOVHICIEERERLOFTE L2V ZD N7 4 =23 LD ETIHEREB A IR T 4 —IZ
BRIZEERE L MBENERZ ORI LOLIMELEE BV Tadt OEHEESHLLER->TWD. I
BiEE L THEsRE., ZhelofAENNSRB E B O BT o dystroglycanopathy BRI N TV S
EEPPRIE L LTOMBEORAE - 55k, 256 CITH B, TNETHREBIZBITARMEHEREEIZOWT
FREEL LCOBMBROER - BEZEOBRERIZE  HMHMERBRN IR ZIZEEFEV. K2xide
IOBRBHEELHRENICILMODERESHET D A dystroglycanopathy DFRAEFRIZIIT DHEELH S
=X LREETHETTHD. 20X A= NZTHZEXENE LTREBROET LM TH
AR UTHARBIC OMBSE R AL VEBRBIC 5 fukutin KEBF 2 T~ 7 2OKREIE,

4745 matrix metalloproteinase (MMP) JEME# R HRGES WO 2{To .

B LT, F- 2 O WP iEMEEMN sarcoglycan RIBAE,

Duchenne B A b7 4 —CHREEL TS 2 &% B. ®FIEFIE

ALMILZ., ZhDORICESE, AFETIE  OF v by U MlaEdsko RT4 MlEAS D6 %
BDG DIASN AL 2GS HZEICXY DeEES R LZ. 72 BD6 oAy, Mias Ay, £
AN LB DEBEE 2 AET D MIP & OMOBEEBEEZER L. Zh b RT4 Mlas %
B RRAT L7z, DEEH, FEFED MP LA v Fa—k LAESY
@ XTI NETOHEDI D D6 BEEILRMEMEERIC f7z. &5IT RT4 MM, HiHd zymography, RT-PCR
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ATV MMP DT & ARAT L 72,
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L 31T laminin BEEEX, 7o v A — 13—V AL,
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AR R EORELLE, ERE AW THE
FHICHRET L, RESOLIUEEL RO THRHERS
HOBEL{ToT.
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(DRT4 FRAEEHIZIZ BDG DS F A AV OBEE
AEERGICHET S WP EHEREELE, Z0E
PEIT RT4 FERED BRI L7 BDG 0L 7. BDG D
MRS R AA L OFEER LHEE L BD6 O RT4
BaE i X 50 fRIE MMP-2, MMP-9 O%F BREVSEEHIC
LoTHEIEN/Z. BDG DHIMENA KA A VOBMEE
(& FEE L7 BDG (T MMP-2, MMP-9 OJEMERIEESE I &

DRI NT. T OSIEEIZS T MMP-2, MMP-9
TR E 42/~ L 7~. Zymography, RT-PCR T XV

RT4 #BAEIZ X 5 MMP-2 & MMP-9 D EEA R I 7.
@fukutin KEF A T < U ZOREMHRIZHBNT aD6
FECHRF ROOPUR ISR T 5 RERIGHEITE LS HBE L
TEY, aD6 @ laminin FHEELER L T,
BIZ L ABETHIHERICERRECERBE %
RTRREAED LI, FHRRITERIZ LY EHE
L7-EBE, AR OERLEZ N, £F~
T ADMBGEASITIZ Y bu— L L B L TARE
Bl b L= TRE %R LT,

D. HE

@ BDG OIS KA A RIS BRRICITHAR
DHFMENT-MP-2 & 9VBEETS. ZONfRICE
¥ DG &I B Mlash BRI & R oD 2R AR R A AR
HIDZERTFHRENDED, ZHL0EANRE
ZEMBET AL BHVA a7 4 —OWREEE L
TSRALE LEZS.

OFRHHBRIZEIT D D6 & laminin & OFEE TS
Rk L R GEAROMREERICEEREZEL RIT
LTWabmeEEZLND. RAEOHEILE Mok

23

T 5 adystroglycanopathy BWWTHFEEL T3 L
DEHAEN, B INLOEBRIZBOTHERMMS
BREZOHRBPLETHD EELLNS.

E. #&%

OMMP-2 & 912 X% BDC DHERRA B A A DFRIT K
D DG &I LA BRI L MR IE O SR B E DS
T HZENTRIND. - TIHoLDEANE
BERzMETOIERHTA IR 7 4 —OWEFELE
LTHALEDWREELR D D.

@ DG BRMHRDOFEFI AL & R FHHES IO E
BRICEET 2 LEZLOND. MEROKEEIZE M
BT % adystroglycanopathy BWTHLIEFEEL T3
LOLHEI SN, SHINDDEBIZBWTHRME
FREEORIPMLELEZ .
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BEFEYOBRIEERAICEBZABVLETHD I LB RIN TS Walker—Warburg syndrome

ORKEETF POUTI 3 XY POMT2 122\ T, = OMFEBENIZBIT 2 RBESHZIZ OOV TRILE, v b
Pomtl BYX X Pomt2 Bl t% 7 n—=27 L. BfEEIZ O\ T in situ hybridyzation i X VRS L=z, 7
=7 LT v b Pomt] 3BETN Pomt2 iZEILFHIZ LY 0~ ) —AEGEBERENEL2TL, b
[T RER B R E R T TH D Z & AR Lz, Pomtl B LU Pomt2 132K BE O M AEIZ R
EROFBO T, RIS RRBED Ao, RV R = iiE & WS OB TR
TN ERDTZ, Pomtl 33XV Pomt2 DFEBHA/NF — AXTIERFRTH Y . TN HEMEERICBYTDH
MLV THEREE L 07/ — ZARFEEEMICEES L THWATWnA B bz,
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BILRISE RGO A br 7 4 — & RFRICHIERK
BEAEIIEAREF YA+ 7 0 —TH D
Walker—Warburg syndrome (WWS)IZ-DW T, FDE
A& LT O0-<v> /) — A8EEE Siaa 2-3Gal B
1-4G1cNAc B 1-2Man o 1-(Ser/Thr) &k D ETHOE
—BMEDORIETH D Ser/Thr BEA~D~< > ) —AD
B X i % £ § % protein O-mannosyl
transferase (POMT) 1 BL O POMT 2 &2 a— RK§ 3
BETOERERBPBEINTVD, BxIXZINETIC
a-CAbrusZ Y By (aD)iZ O-<r ) — REUGE
HIEMPFET DI L 2D 0-v 2 ) — ATUFEER
FIZELDOMEFRERETLHII L. T4 BERO
protein O-mannosyl transferase DFHFIBEF & L
T/ u—=y7&ke b POMTI BE T~ POMT2D
BETEDN aDG X L TERICHEEBELE A
THZE, 2202 00BEFIFER TIIEERR
EHERITEFOLXBEIZLVITIUD TEEEN
MEHINDZZEZHELNIL, oG FHEMESR
DSWHS DRIEICEE 2 BEI 2RI L TV H A%
RLTE, LrLRRblificksnizhb2o
DEBEFHPERIZEER L TWDLDD, £ a6
PSD 0-v ) —ABEHEMRE & WS & DE
DOIZONTEH LI ENTHRY, BEDORIZ
BLTiEade BSD 0+ ) — ARIGESIE &2
TLEAE LTHBHEREROT T A7 U BT
& B neurocan 33 & (f phosphacan G SN TEY .
7 v MZBWTZ OFBHBBENIZET 5 3HN in
situ hybridyzation TEEIZHRETEILTW 5, 5 E,
POMT1 33 £ UN POMT 2 DRI BT D HFHR L T D5
AAD O~~~ ABERQEOWS BLTZD
BEFEICBIT A2 PRHRERET~OEEDT
RMEERET 57012, UTOWREEIToT,
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GST-aDG MEEAZEE L L. T v b Pomtl BL T
Pomt2 % iEHIFE S ¥ - IL BB R O E S E &
BERFEL LRI L,

® . In situ hybridyzation : ¥ » ~ Pomtl
(accession No. AF192388) @ nucleotides
2415-2754 O MEEE L ' Pomt2 (accession No.

AB246667) @ nucleotides 1902-2364 o 8 I %

pGEM-37 vector  (Promega)lZz¥% 7/ u—=17"L,
T7T 3L TNSP6 RNA R Y AT —E &z in vitro
transcripsion (T X ¥ DIG #ZfE RNA 7' — 7 & {ERK
L, av b= LCRBEO AT —7
vz, 4% 8BEE® Sprague-Dawley 7 v b &
mIRE CO, TTEA%Z. EbICHEZEIYHLE
KIKFTZATA AP TCEBEFEREL, TOEED %2
NT T FNVATIVT E REE, EEZENTEF L
kD, hybridyzation #1T772-7=, ¥&iF + RNaseA
WXL BHEEET e —TEGRERE LG, TR

TAAT 7 X —CEBERDICHATHEA L7 a—
T EBH., RISEYE NBT/BCIP TH{R/L LEZEL
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% Schwann FRAAO AL 112 o DG MATFEAE L, KA
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BEHoTHED TRV E WD THEME, DV
BRoA ) IF v Fu /U 7HBRIE Pomt] & Pomt2 T
1372 WM Pomt BIRF DT v FEANWTW S ATEE
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