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The role of al-syntrophin in skeletal muscle regeneration

ERGEARBRIZB W T ol-syntrophin 53R 7= 4%

BH #X

a1-Syntrophin {2 Dystrophin #E&&#EK Y >/ ED—DT. Dystrophin, Utrophin RT
Dystrobrevin [C#5& 3 5. Syntrophin [CIZ5BDT7 AV 74 —ABEAEENTNEHNEN
5DHF T al-Syntrophin (FEBEFICEVWTRHBEBICRIAL, FRARETRUIRFCH
BEFIZEE NMIs) KEVRRZEZRS. ASFOREIFBICERINTESY. AF
FORBIIRACENTHERFORAS HABEBENRBIRV BT hIhTOAL,
LOLESFRVETS —EREFTFORANDRELICES TS PDZ KA £EHD
ZEMS, BSHOBESFERBICZ VA -LIIFNGERICHAET S EPENEN,
VA EOABRB-—BILEROREE NOS) RUKTF ¥ RJV Aquaporin4 78
al-Syntrophin @ PDZ KAA VICKXURBRICBELREINZ I EBBSMNITE>TNSD,
Dystrophin RiBICK U FIZFE X NS Duchenne BFFC A O 74— (DMD) &, 5
2% 3,500 AICT ADBIETRET IREXMNABEEFRETH D, AKRBEIEERET
DEM - FFEEEFRLELTIH. ThICE<HBEICEVWTHRENROON. FBE
2 LEZIEFENETTZ0FNETE2H57. CNET DMD OREBFICONT
(% Dystrophin RIBIC#EWERFZEARD Dystrophin &Y VNI BEDRBAMBHERTH L&D
5. Dystrophin EERKERS VRO BORROBEORIABEDONTEL, TNICEK
YUEAEESEIZ3I DD I —F— Dystroglycan #EE 4K, Sarcoglycan #EEE, RV



Syntrophin % Dystrobrevin £ 8 LHIBAS NI BE— I Eh, HREEROETHE
BELTORBZPLICEBEINTEL, LHLAKEOBERELODVWTREERE
TBRBATTEHBTELRN, ELHBERELOVWTRESGHIERBEET 5D,
HENIHES BEHAVIVICHES ZRMBRRTHIODICODVTHRATH S,
ZITHAFRRTIIABEEREDF T PDZ RAAS VE2HBBEFTFORIBY NIV ELE
LTI FINEERANDBEE N FIEE NS ol-Syntrophin BEBRFBEICSVWTEER

BB ZHFOREEMICERE L. ASFRIEYD
ADFFBERDODBERICDOVNTRET 5728,
BREERERRNICEELENICE BRNB
H%#FL T 58EF Cardiotoxin (ctx) ICKDHE
EEFIERWE, CCTIISBROEEYD
R (C57/BL6) BT al-Syntrophin R D R
(alsym™) BIEERER (TA) ICHLENREFN 10 p
M @ Cardiotoxin (0.1ml) ZfHREH UBERE
Big1 B~ 24 BEICHIT5BEHBLREE
HHICHENE, EEREOMMEZMRE L.
ICHICAZERYORICEIT2BBEBERE
ZRRBDH, BEFBRONEBSHEEZOE
ftzMELE (B1a), T5LFHEAICHRAZE
EYORATIIBERER2~1 2:BBICENT
FHERDONBEBLIZERI D RICLEXFRIEH
EBRNSRBOHONE, —ATHRBEDTIR
TRESIN—-THICERIEM S/,
ZITRZERY VY ADFBLEBEZAGFHN
ICHREIT 5728 TA BORKEFEADH )
F % Hematoxylin & Eosin &, RO GEiAs
EFICK VLB LE, T5LBERER 286
ETOE. RUHFLBYORICEWTIRER
TUREDOBICHBFMICHEESREZEIRSNT
FRERBERICEVTHHRREICHASTS
Myogenic helix-loop-helix B X FREDFRIF®.
Laminin-o2 §8, Dystrophin & Myosin
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B 1 Cardiotoxin £LEHE D TAHEE &
BB OZE
(@) # P<0.05; ctx LB EDEE VYV X (@)

B atsyn’” (B) BITHAH, ~P<0.05; 3
NE (O) R ctx WBEDEEYIRHE
THA. ~P<0.05; FLE (U) RU ctx &
%D olsyn” BMTHES. (b)*P<0.05; JE
4.8 (white bars) & U ctx 432 (hatched
bars) DIEEY U AETHEA . *P<0.053F
40L{& (gray bars) R U\ cix AL (black bars)
Maisyn” B THA. ~~ P<0.05; ctx L%
DEEXYIARU alsyn’ BTHA.

Mean + S.E.M.



heavy chain (MHC) D7 AV 7 #—AREDRBRICOVNTHHI I —THMTERRDHLN
ok, LHOLBEABRER 2BERBLUBICSVTIE, ARBYIRBAEHTIIEETY
ABERICLHRBEELHEX (HFHRNEAEOEM) HROHOSN. SHLKRATORERE
TIZREICEY DMD [CHEMICR oS D EIRM LR (BRIRET).

RIC, ARBTIORBEFEBOEMPSHARM OB (Hyperplasia) ICLHHDTH
B0, HBWNIFRY EEDOIBX (Hypertrophy) #RBLTWADONERFTEHI L%
Ezle., TA BRABHUAPOFREREZH DML, Cardiotoxin ;E5#& 2 ~2 4
B, RUHFLRBOTIRICDONTHEZITo& (B1b). THELILED TA BHICE
WTEHBIN—TETERBRBHOSNLNICHBD ST,  Cardiotoxin RBETII LEZDE
TOBBICEVTRETV RAOASHBEBSEAICEML T . ChE iR OB
ROBBRLEZGDED L, AZERTIVIBERRHEBOEMIBES S SHOTER
BERMLEDBDTHBOLEZLND,

RICBAZERIVADHFRAREZFTNEET S Fiber type EOBIEMICDNTHANS /=D,
MHC 74V 7+ —ARENREICKVRRHZSHEL. RARICHEEGETOBREOREE
# (Cross-sectional area: CSA) ZME LTINS DEBZRANE. TOER, FEFLETD
A0 CSA [EDOWTIIE SN —THTEHERVABRICEVWTERED S Mo 1225,
BAEFE% 2BABLUBTIRZERYIRDANTHERVAHEBESNMCERLTH
oo EHICAZERTVADBEHF TRIFVBOTIRICIRSNBORZEORKESSH
Roh, TNODOHBMEIIEIC 1Ib type R THo /=, LEDN>TRAERTVABERD
BARIZEIC Type IIb F#CET I LM N (BRIRET).

RICAZERTVABERFICEITS MHC 74V 74— ADEBRLEZEBMICAET S
=812, Glycerol SDS-PAGE #ZBWT MHC ZAV 74— LDSREE EBMRHAZTTo
2o THEHNBORIATRE I N—THICERIRShGEDh >/, RAREBIVAE
EHFTRIBEBER 1 EHICSVWVTRRICLBLAERYORICLEAX MHC Ila BHRIC
B U, BHEUCS 7 PLTWVE, CORBBATEEIERO Wire net holding test [CEH LV THE

#% 1 Cardiotoxin {13 % 4 B ICH (T 5 TA BHDOIHEERD

-
FEIY R alsyn

Parameter non-injected injected non-injected injected

Ly mm 1182+ 0.53 11.19+ 037 11.15+ 0.44 11.01 £ 0.47

TA weight, mg 1540+ 1.10 17.10+ 1.56 1471 + 1.20 17.95+ 1.28~

TA CSA, mm? 1.23 + 0.05 138+ 0.08 127+ 0.12 156+ 0.11AB

twitch force, mN 4375+ 10.01 69.55+ 14134 41.89x 5.10 3532 4.51€

tetanic force, mN 145.29 +32.67 217.59 +32.184 140.90 + 18.05 12772 + 14.91€

specific twitch force, mN/mm? 3557+ 8.14 5040+ 10.24 33.00 £ 4.02 22.64+ 2,894 C

specific tetanic force, mN/mm? 118.01 £ 28225 161.17 £ 23.84% 110.95 + 16.09 79.95 + 10.89A C

Mean + SEM. n=5-8 4, P<0.05; ¥UIEULE TA fi & DB THEA. B, P<0.01; ¢, P<0.001, IEH
TIR cx WE TAFH L OB THEA. Mann-Whitney's U-test (KB,
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3 alsyn” ¥ ABAGHICH TS NMIs FERR

EE<TA alsyn+ B
B2 BEERICEITS alsyn” YU R EEYOR (a-c) B alsyn” ¥ R (d-f)
DOEFBREHDET NMJs @ Utrophin (a, d), Acetylcholine
P<0.05, mean + S.E.M. receptor (b, e) ERUEREDE®R (¢, )

ZERTODAOHAMESEAOETHARDOONZ I EMNE MHC EBRLEOELCPRERTY
AFBEBOEBENOETICEAS L TWSAEENSRESNE, —ATEER4ER, &
UIEMBET D ATIE MHC BREILICENBNC NS, HBERED MHC EBRLEORE
EIFTIEHRETELWIEHRABICHES I - = (BRET),

B EFTIld Insulin-like growth factor-1 (IGF-1) DERGEHOIEXZ5 R TEFELTH
5N3, £ T Northern blotting ;%% VT IGF-1 mRNA RIREZTEL. IGF-1 OFFE
RKNOBEOREMEZREF LA, TOER, FLEBRBICREEYORLBALOLRNITH-
PBE2RVA4BBORZEET VA THEAKICLBLAERE T RICHERERICRIARS £
FUBRATHLBRON 180% [CETELAI LML, BIEBKIC IGF1 ST HATHEM
PREEhE (BRE9),

TRERBEITVRCEVWTHBEBCHEELREAZIISEITERLIATHS S0, KL
FEFBERICARBY D AOIHBEADSESICEE LAV D ICRENICERXZELCTNS
AEEMSH D EEL -, FLTRERTVAOEREBBRHICERFMEMARERNZNE
L&l s, FNEBBICEIERTH>LN, HBEEIBRORERANIERTDRALIENE
BIETLTWWE (R1), SSICARBIODRADBAMOEGENERNS78 Wire net
holding test 7o/, THELIUNBERCIIEETIVREOMICKEDOEIRSNENTHE
Lo, BEBE 1BRICBVTIRAZRYOAOBENERICETLTHE (B2).

o1-Syntrophin [ NMJs [CEWTHWRIBNR LD LMD, RICAZERT VU ADEH
BENETA NMIs ORBICLVUBIER SN TSN ERATH S, HESAV—Y—
FAMSEIC LY NMIs OEBIFENBRRZT A (B3). THEHBERICENWTARETY
A®D Nerve gutter AEWEENRESRDH O, S H[CHREEABLERICLY., ARETD
ZTlE NMIs (BT VA MO7 4 VEEBOBEN Acetylcholine receptor &R [C—E
LEWEEREMABEINE, SO M5 ol-Syntrophin A% NMJs {2313 % Dystrophin
BEEROBREZFHLTHSAERSTRE SN/,

DMD #£&, HUICK, ., TOREVW-EHLSWBIFHFIA AT 4 —ETNBMINT
NHBRBICEVWTHIBEOHRRKO 7z — X &R 5. FMRICELY ol -Syntrophin 7%
DMD 75 & Dystrophin RIEBHBFOBABICRSNIMEHIESHBOTERE. RADET
BRUBEHIEADLES EH—BOBEEFFTHAHAIRMEDRESNE,



