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POMT], POMT2 iz Walker-WarburgfieBs (WWS) 0RREETFT, HEkz
WHRLTa-DGORY v ALFoVicwy /) —A2BEIEBZ LEZILNTN
% POMGNT! i¥ muscle-eye-brain (MEB) RORREETF TN-TF /L7 3
FIvEey/)—AEBIEE, BLUBEREHYR a7 4 —TbEEREH
BiiL 5 S VRAMOETAZD NS, RESFTH B 72T v OEBEGESR
FEMEIZEE & 2> Tik a3, POMGnTI & EEF PR T B LEZL 5N T» 5, large
3 X Ularge L #AAEE% HDFKRP (fukutin-related protein) DB2# b a -DG OfE
BEMREERRIHVA IR 7 4 —2RESE B, ZOFHMLERIITHTD 2.
a - dystroglycanopathy T13 % S = v 2 U o LT3 YAV FEoiEG#EIRbN
27 LAVEEEOTRLTHS LEZ5NB (B4GalTs : betal,4galactosyltransferases,
ST3Gals : alpha2,3sialyltransferases)
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[R#4] C57BL/10ScSn-Dmd™¥/J

[F&%#] C57BL/10J

[(REFEOAE] a7 AP ==y 7R, S2—F VIR, BAREEER

(5558 - ##5] mdxA DB R RXE (homozygotexhemizygote
(femalexmale) )

[EROBE] BEAFRE-Y 2

] 5

Duchenne#H# A ru 74— (DMD) ofFENEF L= X, DMD
BETOL7YV230D3185FHDOCH 1 EEBRICL) TKESED-
Tele®iZiRIEa P i, £Rdystrophin28RIET 228, =7V VR
¥ v 7IC & - Tdystrophin BB ERL 72V S—F v F 7 74 =38
OIWICHIRT 2, &% 2~ 3B 5 BRHOER - BE, REEHERED
EiEsAaoh, £ 10:EDEIZE - 2 L BAERMIBET 2RESEZ T
9 (). L2L, DMDEBEHLELRD, mdx CIIEAERIB X (HEREEIN
TEY, BRFGOBMEN - B, HENOETHRET, BERY 2
LAEFHIRIAS17 ~ 19 BRRE LhEI, GIAHICHERREDEME - 5856 -
R - BB LIETIETH B,

N-ZFN= bR YL TR > CGEEINLER >V A (mdx®-mdx )
PDMDEEFEAEERETEeTRY, 51BHOLI Y VYREAT<A Y
VIR ET 2 A L TCDMDBEGF2HEL =7 X (mdx52) ¥ bIEH
INTWE, INoD?Y ADORRMIImdy EELLTnW3,

L} Rid

- dystrophin RIBIZ X 2HHP A + v 7 4 —DREWE.

- DMD i35 3 EYIRETE - BisFIRK - MMEaEE R,
WEZIRE, HREGOWNE, MECKENET, HRDOEES BT
ER-D
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el Lt et e e e e L il DU L b L

Hamdx ¥ 7 A

A) 8B D mdx<e7 AL C57BL/6 =Y A (2). AHEATIRERN 2 &1z (, EELEH
Ageh 2 EME L Cmdy DB, DLAEKERZHSB. B) & C) ZHIREEHE. 3
2. mdy TRAMVBEOGEME (BERME), hoizsiE (EE0RE), MIRRE, BILmE,
BROFNTRANEE, mdx<7 A TREBEESHEN X QFEenT®Y, B - &
Do THBRETH B

- N

[AFEs] E=BEYHIFZEAT (nttp://www.ciea.or.jp/), Jackson#fZipT
(http://jaxmice.jax.org/strain/001801.html ; MGI :
1856328), »3WIZHATF ¥ —L A « Y A—4t (http://www.
crj.co.jp) WKHEXTE S, 74 v v AZOFIBRERFITR, 2E,
HREIE (LRRKEEXHEREYE) 25, mdxv T R%
C57BL/6 ~RE LA L T&7= C57BL/6-mdx DE#EZEINIXE L
Kk - REENE Y v ¥ — AT EREYEEE (http:/
www.ncnp.go.jp/nin/guide/r_ani/index.html) THEFS LT
% (MTAZE),

SE i
1) Spurney, C. F. et al. : Muscle. Nerve., 39 : 591-602, 2009
= Mdx % Fi V> 7 TG ERITSE O Tl /7 5 I B 3 2 &6
2) Amalfitano, A. et al. : Muscle. Nerve., 19 : 1549-1553, 1996
=Pz ) ¥4V PCROZEVTHRINTVS
3) Kudoh, H. et al. : Biochem. Biophys. Res. Commun., 328 : 507-516, 2005
4) Areaki, E. et al. : Biochem. Biophys. Res. Commun., 238 : 492-497, 1997
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STERTOR -5 v NESETIER/N\Y R T v 383

utrophin - dystrophin « & 7Jb/ ‘17 7 b
TR i mdx:utr~/-

[®##r&] mdx; utr =/~

[F=%H] C57BL/10

[BHEOSE] avP=v 7REK

(2558  #45] mdx & utrophin / v 7 77 k=7 RO

[{E8iEE] utrophin iX dystrophin L HEMENE L, 77 F v L DA
&, dystrophinf§s v 8V EEAFLOBEEEELTY
3. mdx =" ADFFRHER T3 utrophin 23FEEEE L T
%2 L6, mdx Iz 5 dystrophin O /K3E % utrophin %3
RELTWVWB EEZSNTWE 19974, K. DaviesiK & J.
R. Sanes &5 D 2 /' )v— 7dutrophin KiEH < 7 R Z {FSL
L7:%3 utrophin/Rig=7 A RHPA vu 7+ —ORRE 2
2x%do7. L Lmdx=<7 AL utrophin REE < A
PEMNTE b Cmdx; utr/ <7 A%Z{EH T 5 &, Duchenne
HEF 2 a7 4 — (DMD) BEOIERICBZEREE
#7% L7-. utrophin?3® 5 & dystrophin OEREZ > T
W3 ZEMEEH I N

NS — A UO7Ne® ) m

R

mdx; utr~/~\3EFHRBS4~20Th Y, BEEOHIET, KEFD,
BAERONG, EATESE L (K). 7:4%6 HE» SEREICE T
AHEME DR L RE LSR5 s, 238D 5 BIEHICE W TERILEAE
BAS5NBED, 4~5BRECOMRRIImdx> VR EEDLRG, Ly
L, mdx L2720, 5BERDEELE - BESEATHD, 10:BiRKICI3
PUREARIC BV T & MR MEL 23 U 5, EfT R, EWREEEIZDMD
BEORER? IVRBLEEFVYATHD, BEHRICAVONS,

L) &

dystrophin RIEIC & 285 R + 1 7 4 —DFEREHIZ & DMD iz3i§ 5 5
YRR - BETIRE - RBERRIEDR.
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=5 SiEms

83 2

2+ utrophin * dystronphin ¥ 7IV/ v 777 k<D R

A) utrophin + dystrophin "7/ v 2 7% b=y 2 Lt AEOEHER <Y X (88, 2).
B) FUIEEM O O H.E. L& (x400), REUIFDLEE, <7 A TIEEE LR
HwOIZEVHE, HEEORLMET 5. RBR/MEOBEFROFIRIE

L AZFETGiE

[AF5] EREYhRpiErr (http://www.ciea.or.jp/) 5 AFTE S,
utrophin-null ® 7 213 K. Davies KD 7 R TEHE L7 b DTH %

SEHR
1) Deconinck, A. E. et al. : Cell, 90 : 717-727, 1997
SEFLIVAL LTOFME, REDHIE, Y=/ 74 v v 7 PCR O&AFH348
WENTn3B

S53I= a2BERIETIA (dy*/dyK)

(%ﬁ%] d_V‘?K/dY‘?K

[F=%H] C57BL/6

[REDAE] 2 vP ==y 7 RiR

(2558 - #35] ~T o~ 2ARALORE

MERNEE] P—vy—FF4v7EikY) 7=y a2 EFEETICR
I v VTR EF2EA L CGEEFEAEL, ey
REEGEREHP A rr 74— (CMDIA) DETILITA
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SRFYOIR - Sy NREET BRI\ RT v s

L] 45

Xy vRBe FEREFCA PR 74— (MDCIA) DETFNVTT A,
SIZVINEE o BEESEEDOTAY 746N Tw3), B#H
(378), vy (37 DrVY~—B&EE2LTEY, Lif - BIBEHRIE - R
WHROEAYICIZF S = a2, 1, vy 1 TERINSJ 2= (laminin-
211) MSEEL, WREFEATIZIZI S =Y a2, B2, Y1 THERINS
5 == v (laminin- 221) BFEET 3. 7=V a2 EEHPTEECKET
AT TN CIRER 2 BRI, BRHOLEK - BIRSHAL, ET8F
{, BEl (BB 1~228) KRET S, ERFHAINTELEREED
dy/dy 7 ATIHEL RV TH 28, 7I=v a2 BEEHORBESRD LN,
PRI A LR T 4 —DETHERHLTDH 505, AETFTNVICIFFELIIEL
v, DRYBAREDdy?/dy? =9 ATIE R AL Y VIZR{EWT S
—v a2 EEMEEL, BIE.

RO A bu 7 4 —OEEE, XY - BET - MEREERME.
DS I = vEHEOERY Y ARBRESROEF I N BEFOBEFFKR
FSYARY z o 22U R L DRMEIC & B EEE DT,

7 dy®/dy® DI & HrisiE

A) TR L dy3¥/dy®™ (hE 358ER). HE@EEIZNSL, BPRA a7 4 —ERBEL, &
Y. B) RURREES DMEMTED A o HE fefafl, SEIERHME k), vz (=), <
rna 7y —YEOREERRER (KH). 3=V a2BHE0REIC X 2HEE - B3I
WEC, 2RISR L HERINET
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e

[EEZ&] AuvVidE. Engvall 5 R L7818 - DfF » 27 Vill
Ja - BB - BESICEBRNICRIR TSI I =V a2BEHZEUL T
T=vThB, FIZV-2, M-IV EMENEILbDHD
2, BEORAETIHS T2y -211, 73=v-221, 3=V
213, S8 =v-212, 73w -222%ICiES T 5 L RONG. B
DEZF2IRT B LT, FaLEIHU3

AFTE

.......

[AF%] dy/dy <7 AZEREYRRZER (http://www.ciea.or.jp/) *
Jacksonf%RT (MGI : 1856026) %6 AFHEE. dy*/dy™ =
Y A VFERT RS - REETIE v ¥ — R AR C TR ER
BT CEEZEMZ R L T3 (EMTA) (http://www.
ncnp.go.jp/nin/guide/r_dna2/index.html).

SEHR
1) Tomé, F. M. et al. : C. R. Acad. Sci. Il., 317 : 351-357, 1994
SRV VYRIBICLBEREFCA IR 7 4 —DIZ LD TORE
2) Miyagoe, Y. et al. : FEBS. Lett., 415 : 33-39, 1997
=35 3= a2 BHERIEC TV ADEH & < v ARRIDE

POMGNT1 RIAZR

[##&] C57BL/6]Jcl.129/Sv]-pomgntl (POMGnT! : protein
O-linked mannose betal, 2-N-acetylglucosaminyltransferase
R~ A (Pomgnt]=18%) ]
[FE%#] C57BL/6JJcl (RLAKEIC & 3)
[BHOSE] avy o=y 7%
(2258 - #3#5]) heterozygotexheterozygote, HEMEMAIE, £#£ 3BERMET
RIEBTLRTWOT, ZORRELTEILPBETHS
[fEsinEE] ESHfEcomB 22X ) pomgntl BEFOLI V¥ 18
2EUIINE, 244 L VIREREFE2EUEINCER L7
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AT - Sy NEBEFIER\Y Ry a! 387

POMGNT] BEFOLERTHERERC A v 7 1 — LIRGH, BOTE
WREE (NEGENE) 288 E 556 - R - &% (MEB : muscle-eye-
brain disease) P3FFET 2. YEFU TR FEB/EIRNE {, HTEED
0, BeEL T2 LRIV ET2TE (P 7RAEVY) 27774
r, REEEET CIEEtE 5, miE CKED APt DR £
BMCH 5. ERTIRPBENEOHIELRENE OETORN, AR - XK
EARDIRE R EHTERENTE D, MEBREZEDREH L AL (EROE
3BV, MEB B & R PIRAER O BE (KMEEEDENE) 21D
b, MNETIZEFIEOERMENEED 5 s, GFAPRERT) &, BEY
Y 2 TZOEENECEETERL TR, glal limitans (7Y 7#EHRE)
DB ELN T W EENEEINS,

) “‘ mﬁ triearer
MEB% & EE L 7= ¢ -DG DIEHEER 2 RER LT 2RIERHPA b u
7 4 —DREE X CHRERITZ.
e

EEas] BFdy & i L OBV E {, SBREEME TIRIET T 52 L
2%, FHBCEERNBETHS. TNLUBIEIEEL TS

) AFFHE

[AFE%] ECEM - BRERFE LY ¥ —HREMEmE G FREREREA
i (http://Www.ncnp.go.jp/nin/guide/r_dnaZ/index.html)
[AF%£] EMTA-

SE A
1) Miyagoe-Suzuki, Y. et al. : Mech. Dev., 126 : 107-116, 2009

= EF A DB 5 POMGNTL KBV 2 88 A iz b D D it L 75X
2) Liu, J. et al. : Mech Dev., 123 : 228-240, 2006

L FRTL VAR T —PBE2 LY VICEAZINTWS Pomgntl / v 777
Few RLEHINTE Y, The Mouse Transgenics Core of the Consortium
for Functional Glycomics 2> & AFW#TH 5 (https://www.functionalgly
comics.org/static/consortium/resources/resourcecoref.shtml)
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EEEE

Large™ %A

[Zik&] B6C3Fe a/a-Large™d/]

[ &%#i] B6C3Fe-a/a

(RO FE] mutant stock

[255% - #35] homozygous for Large™dxB6C3Fe-a/a hybrid (femalex
male), EFHIZ, ZERT LT R THARERED, ~7TREH
TOENTEORITHAT, EIREIHMET

[(fEBINEE] BARE. large BEFDZ IV VE~TDREIZEB 7L —
b7 b

58

myd= A%, BEOHEREHA I 7 4 -4 71D (CMDI1D) @
EFNTIATHD, ETEOHS A ru7 4 —, ROEE, RREE, -
B, IEETOMREIROEERSE L EREOSHZ HE L § 5 PIRHRER
DRER I 7. muscle-eye-brainjg (MEBJR) P@ILEISERERHS A b
w7 4+ — (FCMD) B& LRk, B LT a-dystroglycan (o —
DG) DOFESNEHME THIEEINS, BER - AT uDRE-Y A XD b0
X, STRERZSAECVIbTADONS (H). large ZB@RHELR ¥
% t, POMGnTI % Fukutin 237487 2 #Hillld TH a-DG DFEHEEN D3
BL, SYRTRHECA IV 74 —ORFAWHPRET 2 2 eBPAENTE
D, BENDIGABHFEINS,

FiE
o -DG OFESHEMREIC X 5 uRIERH S 2 + 1 7 4 —DREZE - 18k
W%
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=

AN [y 74 B N P N o B AN R 12 )

100um

Lemyd ¥ X

A~C) myd t AEDQTFEH > 2 (5:8H). C) mydiZGEIMNE <, REBZRS LT
L, OEZBIAALL )R IAEYTBA LGNS, D) 138l myd vV A DEHEHD
HE %:fa, #AEE50 L FAER, MIREE, BiEORNTR, POERESENALNDS
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300 {551 =

e

EE&] largeDa—F¥522 v R0 BIRE%Z 6L a-DGOREEEHICE
552 BB, ZOMEEIZHES»TIIRY, flilic, a-DG
DEEHBMOEE2ELTERDETAITVALLT,
POMGnNT1-null mice (MEBEDEFIV) ¥, FCMD BEDEE
BPEALZCYAY, EHEINTEY, o-DGOEHEMDOER
L X BEFY A PR T 4 —ORREEE, REEOBMRICASND

O AS7E |

[AF%] JacksoniFZEfr (http://jaxmice.jax.org/strain/000226.html ;
MGI : 1856965), & 3 WizAEXSF v —n A - Y 3= (http://
www.crj.co.jp/) 2>5 AFARE, KT 4 vV ZAEOHIRE L

SEIGR

1) Grewal, P. K. et al. : Nat. Genet., 28 : 151-154, 2001
sSmyd<7 ADEEN large BETTH B Z L 2HE

2) Holzfeind, P. J. et al. : Hum. Mol. Genet., 11 : 2673-2687, 2002
= Large™ DFRIRAY & TEGHE I DR

3) Michele, D. E. et al. : Nature, 418 : 417-422, 2002
= Large™? DIRIAEY L FEHE T OIFT

3

B-sarcoglycan /v 77 b2
(BSG-KO (C57BL/6J))

[Fii&] B6.129S4-Sgcb<tm10za>, HEHF BRC RHi®H S #RBRC02268

[(RFENOHE] R LS & OR LR O R

[&F&%#] C57BL/6JIcl |

[fEBIDEE] 129/SvI Z#Ed J1 ESHlfa%: v, RINRETHBZ I
I h kB A%{EEL, C57BL/6JJcl Zftic 10 AN &
RLXEZfTo7
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