BmEE® JII] H E Z
¥ % X %
SRE R FE R R BRI 2 Fr B RE OB
~ W B R O R~

FNm XNBEDEE

[HFREENH]EREREERB LI, TORECEGTFOERNEE L TWAHKREBRT,
BB CIIMARICIRET 2 Z LIZE LWEE B2V, R 2aEE L LTI, BT
AR, BAER, BEHMARERENSEZEZONDN, BECHRETOREND, ATI2HD
BERGAICIIE DR DEHNBSLETH S, T THLIL, EREEECHERBOBRESL L
T, BbEMICERIGHTTETHA 5> BERAMEEIEICER L,

EHERKRELSDOITT, BEBEALHFBEERO 2BREICHEINS, FEEERICE
HEEECLDIEREBGHERBIZIIZ 7 7V —REXHY, ShPREMBaHTFI P F—F
FEHNIC2FRETIEBEERHARIETH S, BRFAEEREBRICERIGH S
T35,

—5, BEERICRE L ST REEODREEEERR & U T, FREKBEAE (epidermolysis
bullosa; EB) 23% %, EB i, RR-BEREARELERT IHBEER% code T 5EETFIZ
EEPBETCTND, ETRIVBBRANICE o THEICER - BE2ERT 58E
HRERBTHD, EB 1%, EESTEICLY, BHME, BARE, RBEEER L KEL 3
BB EN5 R, REEER EB (dystrophic EB; DEB) i3, Bk & FI O EER(amina
densa)El FIZAB AL, VII a5 —F U DBIGFERICIVRETSZ BB LM
WCENTWD, KV EERTH HHHERBEERRZ KB (recessive DEB; RDEB) i,
BE/R - EEICINZ T, HIEEE - FHEOBBREL - ke - EFRLREEE - BHE -
WHOERAEEELE T, £, RVBTRERBICL 2BEREICEIE, BEEH,
bEBEIE 2 A3 2 EMNE L, BEACHREALEN, ZOREFEEE LT,
BRI, Mk, BREOMEIZZL, 55 E TIZ 50% BT 5 L OBERD S,

ARFFRIZBW T, RDEB B&FicY v he FVIIBaS— 42U BEREHEL,
EOXRER TCHIRKREERETIOEICEE S8, MESEIZL2BKEECRE, @
TIREBATHBYVarverr e hVIIBaS—F U OB - B2 RLT,

(A% & Bl v MEREMARER TH 5 293 M, & FVIIE 25 —4 L #{sTF cDNA
£ E % transfection L, L=V a3 Fr bk VIR aS—F U BALoiiT 5
Rtk z 57, REMEZEDZDIZ, 10cm ¥ v—L 10 KSR —FEICEETE 2EHOE
AR ML EAWCHERRERITL, BEKY 2~8 BIZ 1 ERR L, KEEEEEZHE
XU, REENT - BREHIT L, BMBROV U TIALERNWT, A Iu~v 75
74—, RNTHTNVIEBRI n~ 57 4 —ZWAT LTz,
BOTFROFLVLBREBX Y b TH D Gel Filtration Calibration Kit (GE
Healthcare, Uppsala, Sweden) #HAWT, HFREHTHD YV a2 bk b VIIE D

TV EROSTFREEREH L,
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B8] EEER M CKEMREREE, TOLELREEN L, 3B BIET L,
IHEHSEEL, AR ue b T T T7 40—, ROTHVREZ u< v FT57 44—
EHEIT LT, FABBIuw N T T 4 —ROBRKEY® HWVWT, SDS-PAGE %47\
Coomassie Blue & L7-fER, B—OV R LN, KNT, b F VIIE S —
Foextta® /) 7u—tadiE (LH7.2) ZRWVERETayF 4 v 7T, ZOE—O
Ny RV arerr e hVIBaS -7 ThHhaZ L RER S,

TNVRBIZ <2 b7 44— X0 FRAERA~—I—Tb3, BHFA Gel
Filtration Calibration Kit THREHRZEK L, FInbHFEEZEHT 3 L# 900kDa T
Hole,

[%%2] RDEB iZAE TR LV € HICHEEH, 1BE 280 R+EBEO S RIEBGRIERERAD
—DTh D, FrLWEL DIEFESHESN TN SR, BEEKL R 5D1ITL5 DEEM
WX AMBRA L —CHRETHY, BELZTOFKED QLIZELLIETTS, HEH
RIGEE LCREFIRE - BEERZSOEERH DD, WTFRLHEEDOW I ERIIBOLN
TUVRVW, FZ T 41X, RDEBDEEEL LT, BbLEHICEEGHTRETHY, BAET
BMOIBRIEL VDENDH D L FRIENZ YV av e b FVIIEaS—F U BEARR
WIEIZER L,

a5 —F U, 3AD a¥il KIENBERTF FEANY v 7 2ABFREL, HOoZH 4D a
X Gly-X-Y 2o 7 I BESN XY IXMEETHARInY v Fuxi e ) URALE
TARZENREN) BLLALWIKEE L T—HOBRAETCHD, VII BlaT—4 07,
FRLERPABEICESE S EIMEZE T ERD—DOT, £EIR (lamina densa) EHT
i, fREHHE (anchoring fibril) & LTHEET S, VIIEaS5—4 Ui, 2944 BO7 X/
BN 572 B# 290kDa DRIERES R BN SEEES LI-=EXK (a1l (VID] 3) T, C
KDV ATAVEFLT2OO VIR S U BFREVVCRIER2TYVALT 4
AL, TVFNRF VAT 2—2HKTD. ZO_EBESFRILICMFICERKES
35 Z &2 X Y anchoring fibril 3B S5, anchoring fibril i, #IMRIZT7 v 7 D X
HIZIEEL, NFREEMD NC-1 KA A &2 L TCEERD lamina densa (Z#EE L, RBH
CEREREICIEESEIBELETSERD—DOThHD,

Fxid, AFRIZBWNT, Varedr e b VIIE S —5 U OB - BRIk L,
BTE in vivo OFFRIZEY 2202 TW5, SBREEROIXV avyerr be P VIR =S
— AU R E LB, FRAEERKO lamina densa B FICERICEAASAEH,
OBEAELEFICHAEER LR LTI R bW L THD, TORE, anchormg
fibril & UL COMEEEZRIET S 2 & B TENiL RDEB BEF ORKZ-E K OIRREDMH,
DIBBETRHCHRIEDHHIETTHD, SR ENLITONVTRE L TORITIER S ttb\,
BEUR, Ty NEN~DORFREZRMBELILEZATHAR, WIFhbFiceani
BIfERIZ 2K, BETO#HIZ2 L OBHER bR TV, X 5iC, B, #iIkNkE,
RN VLT FETHD, Varerr e FVIIEaS—F Uit L 38EER
MFEFIEIT, RDEB BH 2B 3IEFERED 1 212223 L Bbh, 4 #ROBEEA/ME
WIEOBIZRNEEEZ TV,

[#EaR] ABFETIE, b P VIR —F U BETF2EHHRICEAL, Yare v
bRV EaS—SFAUBEAOHEE - BRE2RAA, Varer e hVII#EaF -4
EHIX900kDa TH 1, =BEEZFEHRE L TCNWDZ & bHEREN, BE~OBRISHIZ R
BB ERBMER R S LTz,
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E #H ®E B K .
B OE & B W X HF P
E #HE T AE B

FAWXEH
SRAERE E R TR RAGRE 105 5 BB O B %
~ W R E O~

TR KHFAE (epidermolysis bullosa; EB) 13, RE-ERERELERTIEEERS
code THBMEGBFICERNE L TWB 0, £ATFREL D EMRADIC L - TREIZHEEM - &
BEERTIECEEERBTH S, EB X, HESHICL Y, BHR, S5, X%
EER L KX 3AHEEND, ERELSHOEERE FIoKEE2ERT 5 XRBER
EB (dystrophic EB; DEB) %, VII B a5 -/ 0BETFERICEIY,. BERENED -
RETHZEICIVRET S, EERTHLILMRBEEERER KB (recessive DEB;
RDEB) iX. BEM - BBICMZ T, WEREE - FHEOBRBREL - £ENE - ZRALEKRE
BE - RE - BFORRAE2EELELT, BV ETHEREEICLPEBERECESE, &
EH D LARMBREZ 50T 2EFAINEL (BEACHERFGLE WV BTERE & LT,
ARRARRE, Mk, BREDONEIZE <. 55 EE TIZ 50%MNELET 5 L OBERH B,

AFRIZBWTIZ, RDEBAEIZV av v b NV aS—Frerfirl. BH
REHFCTHIREEERERICEE S Y, SMESEIZLE2BERAECRE, #RTREE
ATHBVarevrr b b VII BT 5 OB - JERE2RR T,

293 MRz, & b VIIF =5 —4" ¢cDNA % transfection L, 10em ¥ ¥— 1l 10 ¥4y
NR—EIEETEIERAOEER 2RV TKEMIEEL BT L, LIEEZEIIRL.
MEHENT L, 5l & & BT L=, ZhEE B L. AR~ v ST 7 40—,
BNWTHFNVBEI v~ N7 4 —®EIT LIz, RKEWEHAWT, SDS-PAGE 217\
Coomassie Blue fa L7-fiER,. B—ONNV FRF DL, RWNT, t VI HaS—
FAKHTBHE ) u—F bk (LH1.2) 2AVWERET oy T 4V 7T, ZOBE—D
NRUFRYaveFrrbe MV B oS —F U ThaZ LBEREN-, SFEAEHE~
— B —ThB. BESFH Gel Filtration Calibration Kit TREBREIER L. FIhbHF
EXEMHT S L 900kDa Thot,

ABFRIZBWT, Yare b he hVIIEaS—F o B - BRUCERI L, REin
vivo DIFFRIZEY hhroTW3b, SBREBELROXYV a2l e P VIIE S -5 %
BicRE LaBRIic, TR EEROEERE TICERICESAEN, MOEBLEERIC
MEER LB LRTUERBRWVWI L THD, TOFRE., anchoring fibril & L T DHkRE
ERETHZ LB TENIE RDEB BREORK-BEROMEEOTIH]., ©F W IBETIHICHE
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BHBEITTHY, SBRENLIZOVTRETL T RITER LR, BETTVR, T
v NEN~DORFEEEHB LI EZATHIR, WP b2 FHREVERIT 2L,
RETOMEER CORER IO TV, 5T, B, BIRNKRE. BHiERNRsR
EbHITFETH S, VarbFr bk b VII BlaS—F i k 2 8EE BB TEER.
RDEB BEITRIT HIEFORIRD 1 2ic 3 L Bbh, 4% 0BEE A MRREORIC A
niEEZTH3,

BIE O WARE FEF 51k, RDEB BE 2B 5 A HHE DRHNREB D A = X A
7R EOER., DKL - F - WEEE - BEEAR S0 BB OREICOWTOER., 5%
® in vivo TOEBRNBIZOWTOEME H o7, DV TRIEDSFNEMEE» 5%, VII
Mag—5FrORBROFE L FHMEEREORBRIZOVWTOER., VII BaS—4 0%
B FRIEERZ O MREREEE IOV TOERM, VII B a5 —F Ui . 51
H4 3 BEORECBEILRIZONVTD IR "i3Hol, BEIC., EEOEKRESEE,
Bk, SRR T TORAIZSWTOERIRH - 7=,

WP OBERIZH LTh, AT, 12 F & 5 HHREEAD CHBGRARE % F85E L 7= 4,
VII B 25 —45 2 NC-1 RAA VORBME~OEEBICET 23 CMELLEHL, K
BEEE 2 E& % Lz, VII Bla5—5 8 - 52T 2 8E0BEFICOVWTIE, %
FIRRSIN TEMBETME AW TERT A L L LT,

TR, Varedrhe FVIIE oS —F o 0Bl - BRICKRII L, & F~0FE
KEAOFREMEL TR LEFRTHIAPEBSEMSh, 4%, HEEadAREDER
[ZWir, in vivo (2BiIFAYV et be b VII B oS5 —F U DOBRIZHOVWTH LM
LT Z &8s h s,

BER—FIT, ThoOREZESFHEL. KERBREBICRIT 2THECREEMN 2 ED
BFEREENIEL (B%) ORMNE2ZTIDOCHESRERELETHLOLHELE,
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