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B oTWA, T2T, BEERSE AN BLTHLRE L — M BT &R AR T RE
DEEFRISAREFFEN TV, |

T, VI Ro5— 5 B FeREMBEEREKTHD HaCaT Mf2IZEAL, ZOL
Ho VI EIZZ — 2B TOs, ZOREDPFLEN o, 2T, 4 EOH 7T,
BAEAICEIERENS NIHIT3 gL 293/ VI a5~ U B FE2MA T, ED
BRENESHBEINEREIL, T2, B4 idin vivo DF ETREMBE~DOBEFEAI
RIL TR, HALEIE OHFMARELR > T, 2T, S BN, in vitro L hay AL
Ak AR OREM A AT,



B B35

VI 2Z—4" 0D cDNA 13 9kb &V M2 Flp-in system ZERfAL T, 4asHIZ, NIH3T3 A
K& 293H8RRIZ pFRT/lacZeo /& —%E AT HILIZEY, ENLOMEADS ) LI Flp
recombinase (DFERYE72D FRT BMiA B A LT, WIS, VI RIS —/7 2 cDNA 2 5B~/ ¥ —
T#5 pcDNAS/FRT IZ#HIA #, Flp recombinase DR R F —% co-transfection L, VIl #=
S i R IBHIREARIR U, VI oS — A DRBiTy o 25 7y CERLE,

VI BlaS— 22 @ cDNA 2L ML A LR~ 7 —TdhD pDON-AL ~ 25— |4 AT,
gag,env,pol MEFEZEALTHE/OF a— - FHBRICE AL, HE-TAV2ZEMN
LTREMITO VIL a5 — /o ORBEEAHKIELY T AF T ay MCHERL, 56
W AN RESIT DD LIRS F o MA SRS EIOBE O env TIIARGKEREDR
RUANRNVSV—C T _0—T 5 kR B ECRAT,

C R

BANCEHIEHE TRETL Thic, Box BLARIMEI LTz, REMISEL THD HaCaT Mk
BT, BRHESEHIARER TéHD NIHITI MIIX IR D VIl Blo s — 4 D45 WiER AL T
oo Eo, BB R CI<AREAEAREL TIKERSN TV 293 /31 HaCaT
R e NIH3T3 /ey, BEIC VI RIS — 4 L OREERENE D 2T, EBIL, VT RF T o
SR TOLEETY ., 293D EARENE V- OMBANT, VI a5 —4 o DY A X133
RITEDYIT ehoTs,

DE VMU AN ATOREARA~OBEE FEADER THLY, BITBEOHETHE
ALTEE EASRITHERE ITE o, LR FATHIRR LY ANV 2R TR O T 51E
RBHLHN, TDERIZI S TRLSEDE RS-, o, ABHEOARLTANVRVSV—GT
vARO—FRIETFEEATLHIECEY, ANV AR T OBEROCAFREIZRY, VA NVADOREENFIREIC
185, VANAE20ERFAETHL, DIRITSEIC, SOIZE0F IR T 2L10E BB DI 7,

D %%

Eaid Vare oV BIaS =428, MEICE DB -FE#AIAA TR,
FEAHHBIIEFEL. HE VIR a5 —4 AR R b7 o T, IRIZ, EhOK R
B CIBAS &G T 2RI RER T3 pCY4B 12 VI Bl — 41 0) cDNA 2 45a %, b
PR AR A LD, BEAMAITEEL2hofo, I TH A1, 2BEEH N THD
Fip-in system 2t A L. HaCaT fIf&1Z stable I VI B a5 — B FE2EATIZEICLD,
FHRBROEMRICRIIL TS, LAL, 8% EEPICRRINL VIR aZ7—5 U Bidd
20, FIC, SRV, REHIEK THSD HaCaT HIBRIZHNZ . BRHESFHINIEK T D NIH3T3
fpe, BB ETIKCEREREAMBLL TIKERSN TV 293MBa%E R L THT, 15



FAE NIH3T3 Ml L HaCaT MRS RIRR D 3 WEER B T A2 &, 293#11% HaCaT RS
NIH3T3 MLV B EIC VI BlaT — 5" OEARERE 2L, EHkikLy x24T a
yMETHENIOLI, F2 X, 7T, VI RS -4 0% /7u—F AH{ETHD LHT.2
EERALI, 774=F 14—y 57 40— ZT VI RIS — O BBECRIIL T B0
T, EHIZ293HikaE AV Azt KED VI BaZ—4 w0458l ., T B FICEEERICS
AT5ZLEFBL TS,

VII R25—5 8 {mFiT cDNA OREETH9kb &, LIV ANV A TE A TEA YA XO[R
RThD, Fo, BEMEA~DOL Iy AL A0 HEEEEVLEE X SR TWS, B
W BEOHETEALLRT, EADRNEIELE 2T, FIT, LRI F 2R 40,
LRaRIF AT T 4T ORI F o ORREERE R A1 (Type Ul repeat, 8, 9, 10) . ~/$)y
fa &N AL 1(Type Ill repeat, 12, 13, 14) 33318 CSEER{L (ICS 0 N K5 25 1) # 2T,
738 63,000(574 TI/BEFRIL) DB AT LRI E THD, LRRTANARIZ—F AL
TEFLEV MR ~ DB s T8 ARFICEE 28R DI RetroNectin 2 — R T &0k
ST EDFEAFRERIBRICN EXEDIENTIRELRD, B4 DFRERETH. ZhEOHEMNA
ROV, o, ABHEORETANA VSV —G T _Ra—T L Rkt b WAI R LY, B
LIcOANAZEAERTHILED, SHICBIBEFDON, ZOFIET, Hixid, BEEEHR~O
BETEATDRLTHEOT, BRISHS IR TTERIC AR ALHERIL T2,

E %55

VI RS -5 BARSRT2/MEL T, 203813 H B Thoto, VIL Blas—4 5%
GFEREAMRICEATIICH, BEOLIYAARIEID, LIRRIF o VSV—G Tr~n
— TR IR T A H BRI ASEN B EFBRLMIT LT,

F R fafRiv it

BrioielL

G orssEE

MRRER L IRRICEAL CHEFE T THA,

H 20693 B O R - B R I

B2,

— 15—



4 F @B R R &
(EETRIE R B L IRBT FE S 36)
SyEmRss

R ASIEDOBR LB IRFERICB T DHIF
SRS KR
et ——REAR EEHRE

WARE

& E, EHRERRICMOEREZELCKERERO VI RaS— 7 8 FREREEZT
v UL B G2028R R LTS, RIERDE A E- | epidermolysis bullosa pruriginosa %
RLEEEA BEOBEMEBEBEER Tho BB AD VI RIaT—F AR LIS, =7
S TII— A ha R, ot —F— ORI, SEFILLFET Tho/, VIIER=Z
— L DENLUN OB CMOBEETH., FRIEEEWREKBIEDIERICBE ELTWDHIL
BHERIS NI, Efe, £HDABUGAZRL, 220, B OUWPIBASIE 2 LD 7o R B AKIAE2

EBORBEIT, FLrF U BEFICERERELE, TVI/F L ORBETILBEFEH VAL
074 —FEEIEHI T TR —F AL TN DT RCHPBAEE S R
RIET D, SERBRUI2ESIT, L7 F 0B RTRIZEMPAFE ) BB T, KK
RBIEDOTFIRBIEE 2 7=,

A HRY

KB ISR LY B AR ICAKERRBEE T HRBORKHTHD,
TEORESFAEMZORSICEY, #5F 5,14, FLUF 1 180kD KA IBHU.
abPa ATV FI= 5 VA~ LR EOREEEOHEICHEE T oMEREE
2R3 HBEFOERICIVAENIET HTEMPA LT,

LinL7anit, WEZICEBIG F 0% REERER BB ARSI ER TR,
Fo HLVBRIER S OBRICE, BESAOBKEHEICLRTERGRY, TIT,
R KTIEBEOBIE T ERORBELITR o1, IHIC, EEICFOERIFEIBICE DL
L TWANE, ARBETFERIRICE AL TRE L, |

B B &

F R KR SRk R 2 A 3 D i A R B R DRRRAE R X R IREZ 38 L <BEM 95, &KiC
RSEREITV, B, KREEERE QIR T 5 /70— HiiEE AV G ikt £
FEITV, BEBIC ST WIS, BERBEROELEBETD, E6I2 BEFAN ZLTNC



FEDHERMETTV V. genomic DNA ZHiHL. PCR, heteroduplex. direct sequencing {E72& %
VT DNA AT & 177872,

fr BB ~ DRSS

AR, A7 — b FeartErMoESE, JREICHLTHoRBRAZITY, BEmic
LABEADBRIZESUEROFEZHTEY, il REEFBHAER S TRBINT
W5, BEBIUEOFIR, MGEDTTA/80—, ANEORBIZEBEL, FRHEM T
REeBFTHEEL, BABFETELRWID+RIZBRE TS, e gy T, BE,
FIE, MFEEZRERHEITE, ZOETULBRHE LORFEEZIT RO EMMBIREENT
WA,

C BFroEks 3

1) KREWNIEBEOH - MOEREBENCE THF RO VI BlaT—5 o OB G RN
T2l FOEFZRTIL, WHRAEEEEOEXTIROEEIBRIEL TWD, TOREE,
BHEIT G2028R E3V V5, 77U B BE RVNVELE, i EOTMEFLH /LD,
FICEREZLDHAARREEBARLZ RS, KENEFH TRRMOELDHRTH-
7=M. B A A Tl epidermolysis bullosa pruriginosa, &7 A ClE@E OEM e XEER
Tho7z, TNHDFFRD DNA Z M BB IEEVTEE T O VI Ra T — 5 R T L2
I I =AM B R, T — S — OB, SEFRELRT THoT Gh
1), '

~

2) AE ETHNG, SHOABUDAETEL, o, B O B8 %L1 20 5 o
BTl ET, KEAERL T VI RaZ— /o oRERIBADEREBRIL,
ZOfEF, BERRIITREMIANIABEREZY, 7L F L ORBBRLNh -7, R
{2 TV F BB TFILERPHDENTFHRENZOT, FNLDESITHL L7 F &
(G FORIERFIERFE L, ZOREF, —6 B 1213 Q305X & 1344G—A, 2fEFI B iTix
Q2538X &RIIBIX DA~TOHEAERERH L, M., 151D D 1344G—A T I/ BEDE
BE RSN AT TA A ER Thololod, LI/ hy T EHREITUN, mRNA L~
NTORFEHRLE,

DEE

VII 35— oDad—F o RALAZRIBI ) BRI, # DL TR EEER
HBETINDEREHEE UTHMERBRER WA TRV, D3RBHMLA TV, Lkl
RND RIT R OTINOHEAETHESERBEER L0, B TIIMOZE DI
YTV BBRBHOICEN, S, KEAIRWEENE G2028R ERITFXIZZ DS
Vo rBBEE L LN, LML, [T G2028R £ 8 T HA A T epidermolysis bullosa



