mt (B % F *
PN EwXELA
L MRS —FUBRINF VATV 7T AR
BT BRSBTS O T

FA R XAFDEE

L8 - R A (epidermolysis bullosa ; EB)IZ&R Y - ERERBEHER T EEER %L
a— RT3 BEFOERICLY, ERMIZBBEANCL > TEBICAELERT 5B
HEEEBRTHD. KEBRBMIZE D KEL 3OIHEEINDP, TOFTEERET
DEEHE FEICKBELZET 5 EB 2 %#EER (dystrophic EB ; DEB) & FEF73°5.

DEB i3, BEHRICX VEEFEREER L LHHERERERICOT O, WELXICEER
HIZHEET AREREOEBREATHAVIR a2 5 — 5V (COLTADBEFOERIZE D F
ETHZEBHEHLNZENTVWS. DEB OFH & 72 5 #ixFREB S FEEICOWTITAE
BHENTE A, RECITAERISIHERKICE EF0, FREFREEERILTY
R0,

W, REKEERE»D OREMIEZERL, BEEICBET S BFEERRBEDN
RHELNTWAEY, BERENOOBERE Y — MIBETH - BENXRBEEA TV
Wi, BREEIICVIRE DS —F U ORBITEL, XENLRHRIHFTELV. £, #
LFEALIT D IZIEBRICEWVK 9kb L FERIZKE W COLTAl i F2EA L, 2o
BEEAL LTRAIEIHNEN - RO FIEICOVWTHRM I TWARY, 22T, &
FETIIREDL LIIBHE L TWAER COLTAl @5 F 2 BFEREEICEACTE 261,
%O B RERE BRI GEORAORIGREICRVES LB LS.

WMEDBH : w7 2XOERFAHRB L OCERGHEFMIRIZER  » COL7A1l Bifz+%
MEIRBR Y, EAIKABREFR+IREREEZREL, BRNWICDHROH HIERE~L
B DNWT IRV 2=y 7= A(Tgm) ZERL BT 35 Z L IC X D IRETT 5.

EBROKFHE . COLTAL 2FFRICRB IR X —Tike MMr7F Yy 4RI E—
F—, BERIZEHIEIRIZ—TEIvURI18a5—45 2 (COLIA) T uE—F—L L,
FICFDOTHIZE » COLTA1cDNA 2R #EB T35/ ¥ —%EHL, v/ /AP
7 aEICTC Tgm 2EM U, BFVAEZ PCRIBEICTRAZ Y —=7 L, o7 U
ZARENHLE FVIE 25 —4' 2 NC-1 domain specific FiiETH % LH7.2 Hiik 2 CTHBtEE
B 2% Tgm(F0) L L7=. Tgm(F0)% C57BL/6 < R LB L, B OLNI-EF 2RI
WRFEEIZ PCR A2 Y —=r7, REHEREZITV, ~TrTRALTVS Tgm(F)%
RTPCR, v Xx# 7 uy b, BFHREME SEETHEMEICTEE - BrL7-.

R K14 Yue—#—Tgm(K14 Tgm)iZB L Tik, LH7.2 k% AW REiaiea
TRIFRENAREGLERTE TgmF0IX 2 IETho7-. COLIA2 uET—F —
Tgm(COL1 Tgm)TiX, BHFRHEFREERHER TE = Tgm(FO)iXk 8 L TH-7-. C5TBL/6
T UREZRL, RFEHERSNEEZRLENRENR 1 RHED TgmEFDIZ OV TOREN 1T
o7, LH7.2 Hifk % AW 8O6AERT Rix, K14 Tgm(F1) Tk, EEBESICHBIRILE,
B O—HOEEKACMRE CEBRIROIELZRBD . £, PEEEE - B8 EK
MIZHIEE L RO . COL1 Tgm(F1)Tix, EREESICHRINILE, BLXUER2EIZ/AHEA
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WCEERDIR O E Z DT, Tem(FDREE R - ERFCHIRELIT o7 RTPCR =ORR
1%, K14 Tgm REMB L COLL Tgm EREMIICHE E b COL7A1 mRNA OREH 2O
7o, 12, K14 Tgm EEFAICEBVERL S, BaAENREEbDI 2 mRNA OREIADL
iz, COL1 Tgm REMIIIRBRIZIRD bhiehoTe. ERICHKRE - ERHFIBERE TT
ST AE T uy MEOKRIE, K14 Tgm FEAK14 Tgm EH:COL1 Tgm EEM
Dt b COL7TAl EARREBEOHEIL, 2:10.6:1 Thotz. Wiy LHT2 HilkL KiG LTz
290kDa /N> FTH Y, b b COLTAL ICHET A2 LD TH o7z, COL1 Tgm ORBEMIIE
HEZRBD2h o, BREBTHREMBICLZBINICBVT, WO Tgm IZBWTHHERE
REDOTRE R EICHER LD, ~UABFEOLONHEA L F COLTAL IZH¥T
B HDONYBITE 2D o 7. LHT.2 Hitk & BV - 8 B FEMEEEC X A 647 Tk, K14 Tgm
BT, BEERORBBEMEESICE v, FUFOFEELZRD, —HWiTERERETOE
BERRKEALMIBNIC b7z, COL1 Tgm KT, EERORERMEETIZ&aD
A4 FPRIF-DOFEEERYD, TEEENICLE&a0 A FRFOEEEZR DI,

Z% : K14 Tgm 2BV T, REMTHEL mRNA OREZFED S, - o30ehdE
THREREAMCHR TORERAEE L2, v ¥ 7 oy FETIE290kDa @ COL7A1
EARBEARNTREDONEZ L LY, XET COLTAl BRETIHIRERBRTS Tgm Z1E
KD LN T&. Eie, BXARAEFR CEEETICRRICRONEERA B, D
S BIEFTR T COLTAL D NERIHAID NC-1 RAAS &2 FR4&au(f RREERBIZHD
Nzt &, ZBENTELGRZE N COLTAL BFE AR &8 LA~ S h,
EERETEBRE LTOBREXR-TREGELTERLELE X b0, COL1 Tgm IZB
WTi, ERAICBWTHE mBRNA ORBRIBD Sh, HAFBECBWTERSBICH
WEEBENRRBHONEZ L, Vv XFZ 7oy METCOLTAl EAVRERAICRD LR
ez ik, EE T COLTAL BREATHRERMT S Tgm #ERTZZ LTk,
T, HAPUEREFRR CEEERICGRRICRGRA NI E, BXUOREEHEIIR TS
apAf FHREERBCBD LN &1, EENTELNZE b COLTA1 BREEE~FMH>
W, BERIZNC1 RAL VESRAESYE, REBHEEZFER L2 L 2E%KT 5.

VT AFZTay MEZXBRTTE F COLTAl EARBRL TS &, BERHESE
ML Y bREANHIRTORREN 2 FEX-oTEY, REALHIRDOIZ D BRER
MERRICEETART VU NV EBEICL->TWA b LHRIENE. —F, KEKER
RBRERE»OOBEBHABEENER 5 X 5 2R T, EREFORMEFMAEN L OB
THoOTHLEORT VI VEREL, RERMEEREZT21TA3 Z BRI HE. _

AHFZECIY, REALMED L IIEROBRMESFME, W hic COL7A1 28 ALTY
RERHEOTEREZHRDE. ZOZ LIRRHICHEFERIMTON ABO K E RIgIEICR
5LEx2%. Thbb, HEEEBCEATAHIEICY, BERE THNIEERKE Thh, X
DEELLTWVHOZEHRIGERR L THREREORIZKENR 2V L2 BT 5.

BEXRETIY, COL7AL #0390 9kb L IERICHEBN K E W), Mla~DBEAZE
OREBRKE RN~V ERSTNS. Txld, & b COLTALcDNA &£ %H A L/ Tgm
BRRZh LI Z & %%1F, & b COL7AL cDNA #2828 < LI-BEF b RBICRER
MEBTER EN D AT OV THREEIT-o T3S, LV EVHEETFEA THIEEHRERR
PITbNA%2 61, SLIHEFIRREROERIZAEIT TRERREEL 2D 55 Bbhb.

*¥7-, DEBOEFN<DUATHD COLTAL / v 77U b~V ZAZ45EER L Tgm &
HOWT P I VAV 2=y 7 VAF2a—TFTB5ZEBRHELTWA. & COLTAL &z FH¥E
DIFBRHEDHTD UV AF 2 —BHRITHIE, FOLVRAFa—<UR2HANT, KABOH
BEBRCIEROM R/ Ckx RS CERATE 3 LEx b, SEER L Tgm 1320
KERBRBDVIZRBZ EDPHFTE B,

%% :DEB OFER&EFTHDE b COLTALl B F2 U RAOREALHES LIIHE
RBHEEMICEA L PSRz 7w ARERL, =Y 2EEiZe b COL7AL
BEFHREOREREOTKR TR L. 4%, XLRAMEZED TV Z LT, DEB
W T A BEFIRRP LY ERMEZH LTV b0 LEL LN,
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PR LEEORE
rE BB KA

B E # B H M [
B A #H B ®HE

W

2NN HRXER
LM aS—FURBBEMNS VATV I T AL
BT 5 ARG BHET B D fEAT

SRR ERIR BRI, SR REOKER R T HREIRAT, RE-ERERE
DR RSO ERE O ThAVIRa S — 4 (COLTADBE T OERICIVFIE
45, AR, TG FISROBRRIMEI NG, £ T, vV AORKE AR
35 L OB EHESEIQIZIER £ COLTAL BT 2HRR S, EAShBETI+7
IRER R B L, IBRICIROH BIBRIEN LU DIZONWT T VAV 2=y 7=
o A(Tgm) 2 fEH « fEbT 5 Z LI L VR EATo7e. ZORER, Hik b COLTAL £/ 71
— R (LH72) % FVEEEH AR T, R Tem(K14 Tem) Tid, EEBHHICHR
bR L O 0RE A R E CFBRLROTEE £ 38D 7. HZFEE Tgm(COL1 Tgm)
T, REREERICRIRILER L CE R AR AN AR O 25807, Tegm REEZR
Rz - BELRZCRIME LT o 7= RT-PCR IEORERIL, K14 Tgm REUAIR LU COL1 Tgm AN
B8\ bk COL7A1 mRNA DREH AR, FRICRK - ERFHIBERE CITo7c VTR F v
7ry MEDRERIE, K14 Tgm REAIES LU COLI Tgm BRI 290kDa ® COLTAL BR®
RE DT, BEETIEET X AR T, W Tgm IRV T HIRERMEDOT
A TURESTHER LTS, ~ 7 ABEED b OHEA L7t b COLTAL IZHKT 5 b DA
RCE otz LHT2 ks V- S BTSN L 2HETTIE, K14 Tem BE T,
BEEROGESMEERIc & n A NRFOFELREYD, —HEER EHOBHBORMA
{LHERIPI B8 7=. COL1 Tegm R TIE, HERDRERMEEIRICG T n A PRFOFE
230, TFERNICHE A PRIFOFELZRD. ULEORREY, Ki4Tgn 2B
T3, FRERAICHRLS mRNA OREATED i, I ORIHHRE TIIRE AR TOEES
GREMEL 2D, YT AFZ LT ay METII290kDa ® COLTAl BEBREN TROLNIZZ
L1V, RETCOLTAl BEHT HRERBT D Tegm BERT D&M TE . F, H
SRR R ARSI SRR B EAH LN, D OFEERFTR T COL7TAl O N R
PRI NC-1 RAA VEFRTE&anS RREERBICALNZZ L XD, RENTELGNZ
t b COLTAL D3R EZPHIIE S il LR ~BEE Sh, ZEER ECER E LTOBREE R
Fr I AREIRE R TERR LT & & 2 b=, COL1 Tgm I8V Tit, BRIV THH< mRNA
DRENED DN, BPHIECRE O CEESBICR R EIBO ORI L, VTR
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Zv7ay MET COLTAl BANERRITRDON/-Z Lizk Y, BT COLTAl BFER
TAHRERBET S Tgm 2T 5 Z 203 C&E . Fi, BEHAVETT R CERERHRICHRIRIC
RENHLNI-Z L, BIUGREEFEFTR CEanS FREERTICGRO N2 LT, B
BERTEDLILZE b COLTAL BSEEEREA~ADNY, FEERIZNC-1 FAA VG EfESE,
TRERMEE TR LTe Z L 2 BT 5.

AT, BEHLIIEROVWTIUZER COLTAL BIEFEEAL THIRERMEDOT RS
DI EEFEALTZ. D28, RSB TR TN ABRD BB evidence (27854
EZON, SBOELIRHFFUCI - T, FEBIRBONEREICR BT IRR X » FZHits
LTV boEEZLNE.

BIED=ZIRABER DI, COLTAL BIRTORR~T ORI OWT, 2, BIGTF
AR DS BRI DOV COER, BIEORERMBIEEI I, <7 RITe ROE S
FREASNBZ LI L AAFRREEDOF T OVT, BIOT R ROIRERHEDORE
EHBBNBDINZDONT, FEDEK EBZNHITSEWERIUS AV 2=y 7w R
& COLTAL /y 7T URRUREDLAF 2—EERIZETHERRE RT3, HeEE I
e EL . _

ORI, BEOBLIIEROVWTUZES COLTAL BT EAL OSSO R L
DT LA FERAL R EIR FIREM TONABO KR EIBIEIL 23 fSFHEiS -, 4
BEOITHIFEEASE T D528 T, B FIRROERIZ AT TREAHET A LB HIRINS.

FEEEFIT, WD HEBE<EHEL, RESGRRICII ATRECBUS A2 Ob T s
ML (B OFN AT DD TR B AT T HLDLHELE.
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