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Extracellular cleavage of collagen XV1I is essential for correct cutaneous basement membrane
formation
(17 = Z — 5 DS T OO
IEH 22 SRS AR TH D)

(5 50) B8 o ILEMIE, BEEEZ N L TER EREICHEAS L TWD—F., b
FED =D FEIIRBEL TV 5D, IEFREEEOEEITIE, ~IT ATV —LH 7O
SEE # %7 (Extracellular matrix, ECM) D IE LK BEHTAZENRARARTHY, b
MZBWTIE D+ Tho THRENKIT S &, IEF R IREFEN R X9 R EKEE
BIIET D, L, NI T ATV =LK L XTREM Z 237 WEIRRZIZ 9 1 B A HH)
7R OIWTIZ B9 2 EEME I H IS STV e, AR TIEA~ I T A E Y — AR 1
D12>THDH 1T =a2Z—%" (Collagen XVII, COL17) a)(:ﬂiﬂ%??d)ﬁnuﬁﬁi F A 2
WCARBRTHDZ ErmT, XTI ORMOBEEZIF LT H720120E, BIEIERE
@%ﬁ#%@ Bl n 0y, KO EEAL, %h@&ﬁ@kﬁk%@%ﬁ%ﬁ%£¢5
COL17 |Z p. R1303Q & B 249 25 Je R B2 AEIE 2 #85k L 7=, R1303Q 23fF/ES 5 COLLT D
CRIMTITIZZ 2 =2 332 L ORI TH V. COL1T 23 C K TOUIW & 5 1F DHhr & X
NTWDZEnD, BROWMAITAEPRZMICEETH D EHER L,

[EHY] COL17 @ C HRHmiZ R1303Q ZBH A4 U7-BE ke PR A A4 %, R1303Q ZH I ff
I LI O BB 2 fRB L. R 8 IR DRSS O fiEif a8 5

[xi5: & HIE] R1303Q B A 492 COLIT U v M2 LRy ZAER L, T =1 332
& OFFAME, COLLT O C R TOYINT X 2 2L DA WEAFENT LT, BHEHROR AL
fa (R1303Q keratinocyte, R1303Q KC) & 1E#W b MEEZ AN (normal human epidermal
keratinocyte, NHEK) ODILERERERS ) DFBLE, B LI, X X7 LoyL CHERT
L. 26 D203 R1303Q 2 A T R L ALMBOBEE, #E, BRERSEREZMHERT 545
T DFRBUG 2 DA AT LTz,

[FER]IER B LI ORIBBQERZATHCLIT Y ar EFr hE 7 DTT I =332
L DFEBREIZ TR D o 728, BHEIZ XY COL1T O C K TOUWMNIRES N TNWS Z &
R LT, ZOfEHEE—E L T, R1303Q KC ® ECM F1IZ1E C K TOUIWF A 5 17 72\ COL17
N2, IHITTI=03320EELHEIML T, KIZR1303Q KC ZH\7= in vitro
DFFHTTIE, EM ~D T I =2 332 DILENTTHEL TWe— 5T, BIn L~ TDT I =

>332 OFEBUL R1303Q THIHI SN Tz, BLEDOFEENS, ECM ~D T 2 =2 332 ILEMN
SZTERE, T 2 =2 332 O\RFFATILR <. C R TOUIWED COL1T OFERH% D~
2 2B E L TWD AT R S e, IRICEM DT 2 =2 332 Sl oBzE, il
A, HEIZ G- X DR A fRNT Lo, R1303Q ZFIC L 0 BEERRICITE T o 7oy, ik
BEOME T LHIIEFAIIRE < poTn, & BICHREANCHHE L 2 & 72 USLIEIE O B JZ b )s Z»



SIBIREETIX S M T —4 2 (COL5) DFBINTTHE L TW\DH Z LIZHEH L, R1303QKC T
D COLSAI DIEFIFEEL, B3 K28 O E T COLS OimFIFI A /R LT,

[E%]

NC16A fEIk T COL17 OUIWnIALIa OB ERBIZB G- L, FEIERED & AL ifa 2> ik
HABRCEHETH D L HER S TUW=25, COL1T D C Al T O YW oo A4 322 70 B MR 13 &
MIZSITNRD o 70, ARAFZETIE, R1303Q Z 53 COLLT @ C Kim COYIM 2 fHET 2 =
EEPALMNI LT, SOICEREY b OBREMAMIEZ VT, CRKim COUIRBILE I
FERT I =332 ORFMEDIEENE L, T EEFESEEEORKTHLZ L ERL
776

7=V B2 TR CEE e C AT 7 U radBl oA T 7Y abBd BT
LCCOLL7 EMEAMERAEH T 5, Invitro ClLilEET 2R EMAILHIILILZT I =2 332 & ECM
AL, 7 =2 332 [ TRl ERCHEE I B LY H 2 5, A TH R1303Q KC D
ECM ~DF I =2 332 LE &N 2 72 2 &3, IEERIK FOMREREOILRIZ SR o722
EERLT,

Insilico DFR&EITHAR Y | ABFZETIL R1303Q 25575 COL17 & T 3 =2 332 DA ex
PALERERNZ EEZHLMNIC Lz, EHITRI303Q KCNTHT 2 =2 332 DEFREE
D> L7ed, EOMCTOT 2 =0 332 ORE&ITEM L2 2R L7, 22 CTCOLLT D
NC4 FEIIE T S =2 332 & DFEAICEERENI TH D Z LIZHER LT, In vivo TCOLLT &
97kDa (CHIWr+ 2 7 a7 7 —BIZBH LN R > TWRWA, v s 7 —E8ThbHr 7T
A 2 E COLIT % 97kDa (2B L, 7T A 2 12K D COL1T O C RKuli TOUIRTERALIL 55+
HIZHS X (R1303Q 77ET 25 NC4 ik & HEHl S TV B, IEH 3 L UVR1303Q 26/ 55 COL1T
Varvery MR %7 T A TUIW L7-AESE, R1303Q 2543 COL17 0> NC4 fEIR C
OUWZHEL TWAZEEZH LN LT, SHIZFDORRE L TEM~DT I =2 332
DILERENE 2D LR LT,

JEEE O E g I COL17 @ R1303Q ZFDIED>, Kindlin-1, £ > 77V ald, 4HaF—
TV a g = PFOBBTRAEFETCLALND, TbOFEET, AN LT
ECMITAEIET B0 TN BERTERICE 5 L TWA Z L 2RI LTV AN, 25 OEBIZE
WEEEMR S EJE(L T D8P 7210 T IERORIEBEDTER S D A =X L35k LR
EN TV Wy, ABFFETIL COLIT @D C R TOUIWMNILE SN2 &1k 73 =2332
DREFMEDILE DA IV, TN EEREOEB(LEZG SR L2 2R LT, ERFHE
JEEMERESL D 7= 121 EOM Z 2 787 ORI IE L B SN A VNN H 5D Z & 2 R THI0H
THREBH L7,

COL17 |Z R1303Q A # 4 H 3 5 XL AEIELRE TIX, TR IR LD, —TH
¥ RT—IEERERCA T 7 ) a3 KRBT, EEOE{LIXA LR, ARIFETIX in
vitro CR1303Q KC TD COLSAI Db FIFEEL & | BB K & O ELFZ C COLS O FIFBL A /R LT,
COLS [T HBLE DD 2R W DSIRHE PR E O R X 2T HET T 2 BRICEE a2 b b, KKK
FMAEC COLS 2MEMREIFHL T 2~ 7 A TIT RO HEEL 2B D 5, 2N HE2BET 5 & C0L5
DIEHTCHEIT—E TITH D53, R1303Q 25 F I B L 7= S -0 B o B g kI B 5 L T
Wb EEZD,

[F#EFRIECM & oo D7 atv v 72 IELL HET 5 2 & SRRSO I Z 1T R R
Th D,



