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BAFBNFNREME (T2 20ERFEIETE)
RIS S

@ -Dystroglycan @ O-mannose BUBESH & HIfIA matrix R ICRB 2 E /T
AXEH A PO 7 4 —ORBKRYE EBRBEORTE

EEMFRE FKEE  WIRRFEFRARAN R R

MRES

AR E EE o -dystroglycan 12{TA0T % O-mannose glycan : Ser/Thr - mannose2 * 3 1GIcNAc4 + § 1Gal3 +
2Sia OAREFITE D BAER & FHREOREARAVE UTRIET 5% = a-dystroglycanopathy %) THRHE
PR LIEREOMEZ BN E LT, PR L SEEN SR LZ, B2, IR 2 hO 7 2 —OBEEER fukutin
DAEMESREDRZIA. O-mannose glycan SO BB TOBERMEREOMI, FOMD BEEOMRICHARE <,
KOOI EEE, OFEEIUTOAICER A NS,

(1) #WIWBEH I 2 a7 4 —FCMD OBELES fukutn 7T OEBEEHCAIEL T ; MEEE. fukutn BEIET
N HREATH S & eMEIFBROGEME L ETHL NI LM, SEET I/ BEFINS N BT
BUZIREE R A ACONRRTES TFVOTHET 5 L 2 RIKHRBTER., £ B 0N B7I /BT N-
glycan 1 AL TW% 2 &5 72, Fukutin 4554 TR Ser/Thr—mannose2— 3 1GIcNAcd< § 1Gal3—2Sia
D 4 BRBED DB, Ser/Thr * mannose2 + 8 1GkNAc4— 3 1Gal3 OEPEIC RN H 57— IR TETHORRTT
H5.

(2) FCMD fORIEIZBIEL T ; FOMD #i TSRy, MHEREaTms & foal type OEIGEEN D
RRENFREZBL TED/Y — 2 THLN, HRBMOBKEM CRRET B ETH (MYH7. MRF4) 0%
BHE TR TE =, JORRE. FOMD (3 T4 MERIA L 7= i5MIIC F8E TS Duchnne BB A RO 7.0 —&
R2D. HERE SRR O ARIFE ST 2 O TR O b A8 A R F HE S S0 AL ORI HE X .,
TNURBRDOHEBHN TERVRETRIEL T3 LIRS N GHERRER & D),

(3) FCMD [EHEIZDWT ; BIfEE T, FCMD Wi MEB/WWS FRIEIRERINGE 11 81T, RUEO /) 7R
TO aDG-laminin %% OMH>MRMAROEEEEZRASMILTER. SEENS, KINEEOBRE,
BROFEITIZONT fukutin RIBF A S IV ZERWTHZ LR ZMA L. F0R. ANEES 5. 6 Bl
FCHEME, RARKR S 2D K DWTEEMORME S b BRI TR ERB) S ERET
ML THED, HEMLEEREOREN R SN,

(4) MEB ORMLERTBETIIOWT ; Man2+ B 1GNAc BIREDE LR POMGITI OiEET (1p32-34)
WRRERETICRWE L 13 EOERIIDWT, MEERAZER L GlNAc BREMERIE L& 23 0wTh
HERIEL TWz. 85T, MEB 12 POMGT] RIBSE & Be#tEai L7z (loss of function). POMGnTI 660 7 3 J D



56, N i ARG S RS, C MRS B D, Cilf 9 73 /B EH- THEMIMREhon
19 VI /BEZHISEEETHI LML, N SHGLOBEBR AL . C STEOBERIEER A1 > &5 4
THRRI = BHERTE,

(5) #9710 % WWS THE XN/ POMT] BT R#IZAIE L T ; Belran-Valero de Bernabe 575 WWS B
D) 10 %IZ, Ser/Thr—Man B:FEDBEF POMT! OBIATEREZDIIZAY2002 ). POMTI Ak M &S5 81
THRBICBEL TV IBETHIONEHINT AN > . TOKD, WHEMMALD protein O-mannose
transferase(POMTIEE DT v 1 RERTZL . POMT FEMERI L /R, POMTI SZDHREQ—4 POMT2 B
WTIAEEIL < (POMTIHPOMT)EE R E L TIEMZ H D I EAMIBIL 7. 5T, # 10 %O WWS 3. aDG
«<Man OERIEE (POMTIEHOMHE) THE I ENRETE -,

(6) HFLLWEMETTIDRR ;. a-dystroglycanopathy # Z7/=THEME L T, 1950 FERNSHSNABRRE
dystrophy chicken 253%5 95 Z EAHIAL = ZOWIZNESCIROFRIIED T, EHENORET T ShkoZn
BREE-ITRBEHFOBRRAKTTEBLREOH T A 07« —TH 5. 2EE. COBOWET DG &2
RREROBELIHBEBICEET 52N 1l aDG B#HAOBRIEHAMET. ¢DG-laminin & OETF /5,
aDG @ O-mannose glycan DIHEAGIIA I N, FFEMESRR I N,

(7) IGREERARCREL T B2 b7 —COMAEIZIZ Ca i A—calpain IEFE7UE (Ca 3 MH 57,
ZNITHA. BDG 7} 8 DG(43 kD)—30 kDGEEAIP) + 13 kKD(HIAIA) 73RS %! matrix metalloproteinase(MMP)
ZEDfTHND I L&, BPHA THILTES ZEAERML TERA, SEE,. 20 KEEH2 MMP OO 5. BEisE
B MMP(MTI1-MMP)7 8 DG 7HRMRSIZBI 5% 2 & AVHBAL /=,

SRS

FHES  RERRFERFRES SRR - 842
WHNFE IWERRFEEE - 0%
EELR HEREAROUITR - BBHEMRR
STEERH ERPERERE SRR - B
HE—BR TR FER - B

THEER SRR - B8

dystroglycan 41713, sarcoglycan # &K, syntrophin
#E K. dystobrevin HAKBEO L. E AR
dystroglycan FRERBISHEEERT 5 &I, Gb 2.

rapsyn, caveolin-3. agrin, perlecan. MuSK #1555
DEAVEEERERN TS, 20 dystroglycan RE AL
BHEADE<IIBEATHD, M THaDG 11
LEFLREEEDD 54 R LIRS TH B, &
IZZD 66 %% ki 8 H D TR R72 O-mannose glycan :
Ser/Thr*mannose2 - 8 1GIcNAc4+ £ 1Gal3 *2Sia {3 laminin
FEEICBE T2 key moiety T, FOHMREEIZ LB

A BFREM
Duchenne/Becker BIffiZ> A b0 7 1 —OEIEEH

dystrophin 244 &% 5 % B R#EH B -dystroglycan( 8
DG) & Z DHIMEAEL 5 o -dystroglycan( a DG)id, B )&
FEDEEMS laminin 35 K OHIFLPSEHE actin filament
LEMIAREBREOPLNEETH D, 20

PAPOT A4 -O—BERHBILERNVHL o
dystroglycanopathy Z12HL TE/z. TOHET HEH
& LU T@dystroglycan REBEERDBRS D core
protein (IFAMAEIRIZETET S (assembly) . @1 aDG



BHIHKIT aDG ICRIGL A2V, @laminin- e DG #5E&
MTERWD 3 HABH S, 2@ O-mannose glycan (3HE
KEFFYIEFAVWHINTE ST, TEMTORE
ELRMOIIE<AVEDREEEINT, ZORAEIET2<
ML E AT Ihahofk. FLTR. TOEKE
Bide<bh-o>Thwinky,
WIEETD & I A a-dystroglycanopathy 1213, @

A (1 BERGE) - IREBEESHIC A DT 4 —

(BAMEOBIIHEREH A L O  — FCMD
=fukutin KRIE, £ OHRIRE T H S Muscle-eye-brain
discass MEB=POMGnTI KBfE &#7 10 %D Walker-
Warburg syndrome WWS=POMT1 KiSE). @HIBEE
TORWERERC A DY ¢ — (MDCIC=FKRP %
HE & MDCID=Large E%E). @EHEIH A b
7 4 -~ LGMD2I=FKRP R EE. @EHARLHWO
myodystrophy mouse(myd)=Large B, SAFZE S )L —
TTRIEFIFMNIZZ SN fukutin KIBF R S
AMH O, BRI IS O TIRIEMRIA S B#ED
MREHMELT, Tk 1 5 EEMSBIALE, 8.
fukutin DEFEREOAFEH. O-mannose glycan SREDE
B TOREBEFROMIL, FOMD E8EOBRBIZH
REEL,

B. B ik & d5 8
(1) FCMD O HEFEFM fukutn 5 FORE - &8

BARCBIEL T ; OFEHEHE, fukutn BB GEEF 9931,

53.6 kDa) WINHREERTH D
Z L2 BPRR R DORERHRL A TR M L, &
FRE. B4 fukutin ZBEKEERL, 73/ BEH
Mo N SMEICFHEUCZREE R AT Al

10 exon. 461 aa .

GFP ERE I BLMEERRINVHRICRETS &,

BEEE R A 22 RESE/S fukutin ZREKIZMEY
ZHEESTAZEMG, fukutin 53 FO N BfHEOEE

B AL ACTNCERERAE S T FNBFET D &
RS T & 7o OBEMR B & U7 fukutin @ western
blot {2 2 RO BAH Y, in viro transkation 12k
% fukutin (X FDIN RE-—§5Z &, N-glycosidase
NEETBHEEON BARWET ST &, Nglycan D
TFRMIEEAIE 92 BY 3 /B N—Q OFERKIITO
INRE—HTHIEMNG, fukutin 1355 92 HN T—
T Et N-glycan ML TWB I Ebhoak. @
Fukutin 435t Tid Ser/Thre-mannose2< 8 1GIcNAc4
—B1Gal3«<2Sia D 4 BFAD DB, T - il 500
M L7213 LS TD Ser/Thr<—mannose (protein O-mannose
transferase POMT {6 £ 7132 mannose TEREIETE).
Ser/Thr - mannose2+ 3 IGkkNAc (GIcNAC #:58751%)
DZ2OOERBIZIRENTNI ENMEIN-

(fukutin SEFIFEMAL. FCMD # kO EEHESF
M) . ZRFE, Ser/Thr - mannose2 * 8 1GIcNAcd« 3 1Gal

(Gal BREIEM) BICREAH L7 S TET
BORENTHS.

(2) FCMD HiOFFREIZEIE LT ; FCMD £ &/
REEH TORGETRELMBEL 5 —MNEREL-
¢DNA microarray 124 % transcripts #7217 - 1= /58,
FCMD R T EAEE A 5> (Col3. SPARC. MGP.
Lumican) . #HEEGHES IR M agrin, AchR)& fetal type
DFFIHFEEN  (myosin binding protein H. troponin T2,
ACTC) ORBAENESEBC T—EDNRY—2T
HHENTz, THITH U RBRORKRER THRET 2
ZTH (MYH7. MRF4) ORBEFSHATE -,
ZORER. FCMD i3T50 MERR AL 7= Shia . S
§% Duchemne M X b1y ¢ — L3 RAD, HE
B & AR O R KA SR 2O R, HMifuo oL
BB L A IR ORI B X ., FhLR
DHEEBAR TERVRETRIEL T MR I N
7o (GHERRRARH & ARAIE) .



(3) FCMD K& HIZDWT ; BfEF ¥ T. FCMD
i3 MEB/WWS MMEHRIEIGE IT BIT. BRI T
FRAUR T O aDG-laminin 1538 QMR- ERIIE OBt
EZHSMILTEE, SEENS, KINKEOREBE
B, MRERROEITICONT fukutn RIBF A STy
AZRWTH A 2R L 2. 6 ~8 BHOEHR
WA E fukutin RIBF A T 0 X ORI
IZ WGA-HRP %, FERfIC7 4 CiBRE{LEER HRP 214
BEAL. 2 AEMNOELERYR 2 ER L HRP 5
BT TERE L. €O, KINEES 6. 5 BH
ROEKERFBE - 2—0O>, FEFMHE - 2—O2D
MRS A IE B O & & & I BRER ST
KR ERENSESETHHLTHD., ERERHL
- iERERR O E () PERIEOZEE) 12mA B
REMIRRIEE B ORE GRIE?) MRRahi. 5.
A -0l EAN—) - LFIRZa-1 &
OMHEILERERERR, V—F—< U AEDREIC
DNWTHEY 5,

(4) MEB OEREEN/BEFIZDOWT ; OFRE
JEXTIZ MEB BEDBIZFRTEITV. Man2<— 3
1GIcNAc BtRE DEIT-FE%E POMGnTI D57 (1p32-
34) 12 13 MOBEEREZRWHL TEA, KERI,
ZTOERBIET 13 BEETNTN Xpress & OBAER
H& LT HEK293T MR FEBR E &, H1 Xpress Hifkic
LD BMFORHEEEEL. Mannanopeptide % 5
& LT GlcNAc SsBEHERIE Lz, FO/E. £R
EHEOBRIERIIWTNHRIEL T, o T,
MEB 3 POMGnTl RIBJEEBEKEGR L~ (loss of
function) . Q#7212 POMGnT1 D25 RMA%E BIEIERLL
GlcNAc BnfsigttE 2 liE L= & 2%, POMGNTI 660 7
I/BO5B, N i EERIEA S S EES, C R
IZEERIEESI RS 0. C i 9 73 /BEH>THis
PR NDH 19 72 JBENS EEFETHI LN

AL /=, @F~. POMGNTI {3 fukutin EERIZ T2
KRS 5 2 & bR L,

(5) #10 %0 WWS THH & 1172 POMT! Bi6 T
FFIZHE#E L T ; Beltran-Valero de Bernabe 575 WWS
BHEOH 10 %7, Ser/Thr—Man EXEDOHEERES
POMT1 OWBIZFERZHDIF/H%2002 ). POMTI A3
ErEEUESFEY TREBICHBEL TWABETH D
DS N T, O, REEBHALE
YIHEBAD protein O-mannosyl transferase(POMTIEIED 7
vz REML (Manya H et al,2004) . BEEFD O-
mannose #LHEEEHR pmt OHABERER -7 TH S
POMTI & POMT2 {ZDWT POMT &t 2RE L7z,
Ty LD O—=4 L7z POMTI ¢DNA &E |
POMT2 ¢DNA % BBl Eidiiaic A LT, KIE
SHENZ DWW T mannose ERREIEME A HIE LR,
POMT2 B Tk @& it 72 < .
(POMTI+POMT)E SR & L THEHE % D T LAY
Liz. T->T, # 10 %D WWS I1. ER TO aDG—
Man OIFEEE (POMT EHORK) THD I LHHE
BTE:,

(6) ¥ L WEMIET I DORR; a-dystroglycanopathy
EILTHEMEL T, 1950 FRNSHSNEHAR
4 dystrophy chicken MM TBIEEFH L, &
DOWITER 45 BTHRE. HCEOFBIEIEDT, &
B ORE T T FokOZEMMR S &/ M £
DEROART2EEREOH A O T4 —TH2
ZEMN UF) BPABE (CAFBEER. BEFD 53 £E~58
FRTF BA PR, &R, B, BHBIIR) 12
KOBAZINT WS, SEE,. ZOBOWE R
A GEEB LT westem blot) TREILEZ
5, aDG 230 DG REREEFEOSEOEMRMNT
HIEBIZGFIET 25 HlaDG PO
METLTWSZE, Z0OaDG @Rt

POMTI] .



LAESFHREA MM TH 0 (B8, LA % laminin
#OHE®R western blot TH/z & Z AEHFHIRD o DG
V3 laminin #EREAME F LAESFHEE aDG @ laminin
FEREIIERITIHE L T, 20 aDG % western blot
ETHED lectin overlay assay 295 &, N-mannose
glycan 3& 12 &, terminal GalNAG3 + 3 1Gal WS
£\ 2 &, terminal GalNAc #iEAME NI L, terminal
Gall - 2Sia HISIXLANT EMHBALE, 5T,
dystrophy chicken B> a DG 88413 O-mannose glycan
MEEAERWIENTEHEINL, S8, 0B
O-mannose glycan JERRD & OBRBETOREMRMNT S
B FLWBTEF IV EEZ OGNS,

(7) BWRERBICEELT  fivAbO7 s —T
DFRAEIZIE Ca A —calpain EHEUE (Ca ) 2D
IR, ZAUTMA. BDG 7FE8H 8 DG43 kD)—30
KD(RERZ D) + 13 kD(HE AR A4 ) YA &S & B marrix
metalloproteinase(MMP)IZ & V1740415 Z &, BPHA T
PHILTEBZ & 2EMLTEL, SEE. 20 KEH
HBH MMP DOLEDSY 1 TNBDG s RIS
THNERM L. BEFRH A 07 ¢ —LGMDIC
DET )V caveolin-3 B TZER (PI04L) wansgenic
mouse {Z DNA microarray % iy TRz TR A4
WENTWREEFEAI V-0 LEEZS, B
B MMP1 OFEV LR L Tz, ZHid, mdx mouse.
BBXUGyYINITIR ) w7 RO AT HIA
BThHo/. &b MMP! BfcT% COS HRBITEAT
S & DREIN SDGEOKDYDERIEMA R 5 1,
- T, BHEER MMPMTI-MMP)YS 3DG 5 fRHhs
595 I EAEHL A,

C. &%
aDG O O-mannose glycan : Ser/Thr * mannose? + 3
1GIcNAc4 + 3 1Gal3 - 2Sia DIEFGEFRO S 1 B protein

O-mannosyl transferase(POMT{EM T )L RT3z <
ER TiTboi. T OEERRICIZEWICEED POMT
BT pmt OFEO—4TdH % POMTI B& I POMT2
DEE DIFERBETH S T ENHMEIC a7, Bk
T ZO POMTI BIZTFRET. $10 % O WWS O
FIEMRE SN TS, HHBED O-mannose glycan
aDG LIANZZ w bORERS RN T o737 b
~T#% neurocan. phosphocan IZHETET 5 I &AM
HLTWRDT, ZOBEBORETIZaDG LA O
TELREZELTZIERATFHIN, -
dystroglycanopathy ORMNTHREEEMTHZ T &M
BfEEND, WAEMEITH 1 B assay system %
WILTEOT, EEMERES LB FEBHTE
LEIIT>EANHM I NS, MRZ. 89 #l
O"WWS DR EFRANGEHOBETH 5.

B2BMETH S Ser/Thr + mannose2+ S 1GIcNAcd

(GleNAc &R BERIENE) KDL T, EEXTIC
POMGnT] BT REVHBHIN, SEE, POMGHTI
¥ C MOEMRSOERZTTIERLS, NRicHS
BEEGR R A A PR EROER THREEIC BRSNS
FONBIEAHBALZ, #o T, loss of function T
HDIEDVHERTE, EURMEITOELREET S a]gE
Pl S ¥ el

3B TH S Ser/Thr - mannose2 * 3 1GIcNAcd <
B1Gal (Gal E=BIENE) . 5B 4 BB TH D Ser/Thr -
mannose2 * 3 1GIcNAc4 + B 1Gal3<2Sia (7 — L
ST &2 A LERITAIE 5 RAWENL T E. fukutin
KDOWTRALE L, 2BBORE TN &I3S4E
BETIHEH U2, BIBRRICRENEDNST—¥
WTTETWALPHEREDPTHS, BEET fukutin 2
TOREA S, POMGnT1 RERIZ N B2 )L S AREE
BRAL HBH 0. DOTHEHE (stem region) H1D
TE, C MICEREBEEMOEE TE 0T Gal 6



BESETH DOHEMEAD S5 POMT DX S IZiDEE
E DA & L TEEFIEN: 248 5 n]BEM: > modulator,
chaperon THLAIEMHHERITNBERE EE I RH
LT,

SHEEIZITOId o 7225, fukutin BEBERTH
% FKRP. Large. THUISHEERLODFTCRRTE
dystrophy chicken 13, WH & bR L & OEH
SRER LA BHO>TOLRMTHDIEELZLN, Th
5 DRBOSFRERTANRIZED N EHMELET
W3,

FCMD HiCHEHBIL MEB/WWS THilfk&E X
DIV, ZOF 1 TORRIMEFH DA 07 0 —1d, £EK
- HREEORRIHEERENH 57 O MRS
FRICERIILARE D BAC A THB 69, F2UC
B - BEEREET A NOT 2~ b TR
ELTNEEEZS5NS, Duchenne #72 &£ < DR
PAROT 4 —HRBIRIIRE L TWB M E AN
RsBFMTHS, FRABOEAREERICA S
BZ SNTz, BHIERRICH > TERITREAT
H5.

EREOMRBICEEL T, HPA o7 0 —I23i@
LT Ca ifi A—calpain {&HEHE (Ca §i) HBH 20, +
FUZINA. BRERS BDG OARIZE S DG RAEHEHEE
EHRENFEL, ENAREREEE MMP(MTI-MMP)Z
KB ENHIAL 72, ZOBFIL BPHA ICKVAES
NHTENMERXTIIRAL THZOT, 514,
fukutin RIBF A T Ak ETRHTHHTH 5,

D. #&

(1) FCMD EfE&EA fukutin iX IV SHRBER T, N
SROBREE B A A 2TV CHEBIES 7 VTR
T5,

(2) fukutin BESEIZI3BRIERETEME 2 AL T BN

mannose $ETEYE - GlcNAc EBIEMIE2 <, Gal &8
IEHEIZ ST 2 aTREME B B,

(3) MEB EffHH POMGnTI 13 C %2 GlcNAc #
BEERIEMERAIZ DD, N IWOBEE R A1 208
RRDOERTOBRIERIIAET S, #£->T. MEB
13 POMGNT! @ loss of function iZ X D RET B,

(4) #3110 %D WWS THE 2417z POMTI ICBE L
T, ZOEAKRTHEEND protein O-mannosyl
transferase(POMTETEIZ VT, BERETHI STV 5 POMT
BET pmt ORASERED—2 POMT] & POMT2 O
mEDILTF (HEK) PHETHS. WWS O 10 %
td POMT1 OREED % mannose lIEEAHAL TR
ETDEHEIND.,

(5) FCMD i3, B & B BB A RMIESE T
ZDI, MHREHE SR OR R LIE O MU
MEXRHD, TOLICHRE - /Y (VA o7 —
(k) WIS,

(6) # L\ a-dystoglycanopathy & LT, kD
FCMD(fukutin) . MEB(POMGnTI). WWS(POMT!1) .
FKRP. Large {Zl1Z.. dystrophy chicken 23R S 172,

(7) 20 BHEEOEE metalloproteinass(MMP) D 5 5,
MTI-MMP 78 DG 5HE—DG REBOMS =T A
T —FIEIZBE TS, BPHA 3T DIEEEMEA
HHDT, HRIEHTE DM B2,
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T % O-mannose EREBERIEM ORITEEE S L. MEB S EEIOBEZ R WS OERBETF POMTI i1,
O-mannose EsBMETHL L AT L, ZOFBEMRBEIZIZ, b0 ESDFRER—7ThHDH POMIZ
& DT POMT1-POMTZ BEEBERDBLE TH -7, DL EOKEER, WS OKKA 0-mannose BIEH 4T
HHLEDHER SN, MEB & L HICHBRAEBEBEELZE OB A P T 4 —ORIEMFIC 0 -mannose
RFEENE< B Z LB LN R,

A HFEEHE) Ban, REBESLRED O—fFT) O B
BEEOMRRIE B2 IR SUTE T TR TEES RTHDIENRTFHENTHABMN, EROFEEBAE
HTHY, TOREREBL L TH VR e 71— FIGHEIZ OV TIIREZFTHTH A,

DD, TNETIZEHIA M7 4 —OKIKR FICHRIETIR, (1) KHATHLI LD
BFRBREINTEE, TRLOEEB#LGFDEL B TEMIEEBEREELFonE 90,
T, YA 7 4RI BESKE (2) O-mannose MFEHHESAIZHDI DS BEEBOIE
(Dystrophin—glycoprotein complex, DGC) (@5 BB, RAFIHT A2 L2 X - T, O-mannose &
LTWaZEhb, HREPHICKITS D6C OEEN BHOBE, SOIREHATICI 2RSS VR
DEBEINTHSD, TE, DGC DT FTHD a e T —OFEEORBEEBEY. ThooEs
-dystroglycan OYFSHF A 1GRHAE /2 & @ I BLT, MECHMEMOELE - BBt 3 0
REELZEIAREN A M 7 4 —EDOREIZE mannose RUEEHDOEBI A ST L, BEMH T A
<ESTLHEAHRVTHREIN TS, Frid Mo T — OEBINRIERIEOKBIZE T TER L
a -dystroglycan OEHFHBTHOHAE THOH T o Fl AN
mannose T FE € ( Siac2—3Galpl—4GlcNAc
flo2Man) OEEFH LML, TOWEHED B. HFE 5
GlcNAcPl—o2Man B RICBH D ABEE TH D POMGnT! (1) MEB TZNECTRR L& POMGnTI @ 13 EHO
BIR—= S L, EBIT, POMGRTI MHERMHR Db, TTICEREEAA L T L 4mMEL
VA RBRT 4 —THD muscle-eye-brain 55 (MEB) 7= splicing site BRLANOERER T % HEK293T
DFFEBEBLEFTHD I LEHLNC L, ZOFERE MR RRIE, BRI A OBREEHOEES
BETOREICL D BRERSEBESE THD MEB D,
DBEF LN TOREZHA AL Lo, &6 AL FET MEB BEOREGABITIZEY 13
(2. ZOREREZ, YA a7 —RiBREORE BEOBLBTEREZAWELE, Zho0ERIT1
ICHEHEEABES T2 0, Hi-REA DX BEOBK., 1EEOFA, 1EEOMEDOL S 2
LETFLIERODEITH D | RCHABOREES  SEETHY. BRI PovonTI BiETEKICEREL
LTUBRICBTA2H#E 2O ITEHE MBI O/ Tz, IRNOOEREKBME TR EEHEL
OEEEREBRIND LT/, WBI|A7 F— | ZHHIAIL, Xpress & DFE ¥ o3
MEBOSIRIEBRIC, BILRIAERME R ho 7 4 78 & LT HEK293T #MBRIC B X% 7-, #1 Xpress
— (FCMD) . Walker-Warburg syndrome (WWS) . 4 PRI LY EMBEORBAEAER L, Man-
KMEFF A R 7 4 —1C (MDCIC) | BE#HIES & = nanopeptide #®H & L TH POMGnTlI ZR{IEDEEE
bE7 g —20R (LeMD2D) | ARMEM A ey, EEERRELR,
—1D (MDCID) AV, FhFRERBETL LT (2) WS O RK BT HEH POMTL (protein 0
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INOHDESTY o -dystroglyean D HE & 28 BERNEIMERALIZT A0, FPELED
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MBS TOBREEEREOREL BT, 0%
FOMEEEFAL, PMIl BLUForstoa—~
POMTZ % HEK293T #HRQIZ IR . O-mannose HEfEfE
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MEB S HBEIDIFEEL = WWS OERBE{ET POMTI
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HERmiEHA 4Bl WILEHIZEIT S 0
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LEOAERIZL O BEFEELAT, TORE,
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BIEHOBRE L ERSBEIRE, —F., POMTL &
HVMI POMT2 DHRBEIR CIIEREO FHI32< Bb
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mannose ¥RFBEER Th V. {EIEEBIC POMTI-POMT2
HWEBEROLERIREBI N, £/, MEB ©OF
RBIEBTHD WS OFEBRT POMTI 5, U/
Mg = iEir~r /—AREHE YA (-pannose
EHEBRECTHD - LERALMI L, REFFRICLD
WWS DIFAEAY O-mannose BB £ TH D = L 25
FWEN, MEB L ELICHBRMBRBEBEE LY
A b7 g —ORIEMFIT O-mannose ELIEEEE ANE
SBEPAZ LS -T,

D. Zg

MEB BE LV Eh 13 BEOBHEERE
. TR L EEAMEEL T D A, MEB 3
POMGNT1 DHFRERERIZ L BDEBTHD LR LT.
F 7/, MEB B85 ClL o —dystroglycan R
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