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Ehiz, £, HIE 13 B3 X0V 16 Bl BARMERIC OV T b RIEML BT
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: N ? EeeET
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Gene bl/+ vs +/+ bl/bl vs +/+ bl/bl vs bl/+
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Name |GD13 GD16 GD20 GD13 GD16 GD20 GD 13 GD 16 GD 20
Krts
Krt14

=
EB simplex | Exph5

Plec
Kihi24
Ccd151

Lama3

Lamb3
Lamc2

Junctional EB | Co/17a1 -_.

- -

ltgab
/tgb4
ltga3

Dystrophic EB | Co/7al
Kindler EB Fermtl
0.1>x>0.01

2<x<10

Figure 2. #FKEAEIZBIHES 2 mRNA FEHLEO K

A% DR E
B Ot 8t

~7 AT H Collagen XVIT OFEHME AT L T =Z &, F72h%E
B« AT O WT R OBS T & RO BAIC b 7 O oBEE S A% Kk
SRR T2 E) LU 2 & & FEF T 5 72 9101%, mRNA 36 LU %
7 BOERIFTPMBETH S, 3 EHMERIABLETHLHOD, ZHAHD
RIS B D RINAR O LB K % #5059 A CERERT —X
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%V%%nbto%®#% WTFNOBEFRO~ T ACENTHIMT E2
BREIXIZE-ETho Z RSN, £72, BEHIIRE o2 H DD,
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HRH T — 4 | o TUINDH 00, %t%é#%%ﬁé IZE S TR,
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Agp12 \Zxt LT%;@‘%’@%L R~ U CEERDNT T 4 YR ICE
HAgEL SNTWDH, L, ﬁ%f’“@@[‘ﬁ@fﬂk bfTéﬂTb\ém
DOYARELIIERE TH Y, NIH OF —F X—2|Z BT 5RH L
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R DR RPMER Sz KbINZW M7 5= 24 JBAMENR 1 A L < 1308 2
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KTFREETH Y, FirE Lo $Ed KblNZW TIIOREE Th o7,

oA MF g
L1 ]
HTFFEEEE T
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1 2
AR ZE 15
o B

HITAERE D EBR TR 5 28 & 72 5 72 KbENZW M ™7 B 3 O R AR AR R SOUE AR BT 21
BRI AHRERTFICEG LA ERE LT, ARABREIZENTH BRKE
DIFRRIIANTIREO TN LI L TEHE LLIERTH D Z L, BILOMEY W
FNIFEIZ L » TRAIHENS S Z S BE03H 5 Z LML TS
ZEmD, EREHOMEIMICEE A b L ANEIRIREEIC K & B A KIF
L7z RetEs il S e, £ 2T, AREE T Kbl:NZW O 4 4 iF5eiric
HALTALREZIT2V, HIRENSGET 20 E 02 mE Lc, £z,
OECD TG414 |21t~ T, FAFEMERBRAEMIE H 27 2 LT — ¥ 25
L7,

1> KbI:NZW % 23 i< 4 PLiEA L, N TEFEHORKME S LCHIEL, %
FEIH & U CHERF L7z, MEIXRSRFEDOEM 24 IB% 14 Hlis THEA L, B & B
{ED#%IZ 16 Wl TABEUZ Wz, BEIE 9 & A B CABUZ AW, &ZRIEA
TIREIEIC L VITo Tz, HEORIRIZ 1 BlH72 0 0.1~0.8 mL ZiRESHFEEIC
EVEERL, 1 BN 2 ColAEZhEh 2~3 BIFE S CTEikE 7 —/v
L, AHAHEAKT 10 fFICAm R U 72%, AR 0.6 mL Z 5O T 7 X '~
v NCHEDRENIZIEA LTz, R EZFEANLTCHEIZIE hCG (25 Hifir) % HEf
AREVIEALCHIR AR Lic, NLEIEAITo7o H AR 0 H & LTS
TR 6 B D 28 HE CAHE 1 kg 24729 5 mL @ 0.5%CMC KiEiEE# 5 L
-, IR0 H, 6 H, 9H, 12H, 15H, 18 H, 21 H, 24 H, 27T HEB &L
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W 29 HIREZJE U CHRGHBEO A WIS T 2 RERIN&E % KD
7=, £72, HHIEOH, 3H, 6 H, 9H, 12H, 15H, 18 H, 21 H, 24 H,
27 AB XU 29 AICEEOMG G- & L R A JIE L TR R L Rz, &5
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Enémi,ﬁ%%awég%@mb,ﬁ%ﬁkiv%%ﬁﬂ%%%m%%
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ELESROR TS
O B H
JERONE
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BRI 7 — 2
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DI 7= LT 105N L 721 O R FIREE, 225~375X 108/mL TH > 7=,

BEWFE P OKE, (KREENER L OHEEREZ, Table 2 (277,

Table 2.

IR B 0 3 6 9 12 15 18 21 24 27 29

wE (g) Ty | 3054 3217 | 3238 | 3287 | 3325 | 3346 | 3404 | 3431 | 3502 | 3557
EEFE=E | 180 186 | 177 | 189 | 168 | 187 | 179 | 172| 171 | 181

WIERE (g0 T 3175
R 147

REENE (g) T 21 70| 108| 129 | 187 | 214 | 285| 340
R 35 47 74| 129| 109| 111| 130| 155

HifE (g) i 163 | 172 | 167 | 161 | 132| 145| 156| 135 | 125| 137
R 17 24 21 22 34 34 26 20 23 15

fHIEARHE « 4LUE 20 ARED SATHE -5 f R 2 Lo /o fil,

B G OMRE, REMENERS JOBEREEZE L L 24, %A%:ﬁ
Bt |2 F U T AN LARRE TAZHL L 724 [0 Kbl:NZW M 7 - 134 pERTIC
?55%@%&Cﬁ%%ﬁC%ﬂbkﬁﬁﬁ®%?ﬁ%fﬁ%ﬂtio&%
IRATEOKREIMED~ A T ADME (KRERKT) 1TRBO LT, (KEIENE
AR ORGE & & B ISl Lz, —J7, BRI LT, AilEl & R
6 B H 15 HETIERT L, ZOHOREEL UIE—EL LoD, &
HRAMGRTOME E CTRIET 5 Z L1372 o 7o, i 2 BRI O a1 %
WTAHHEIEI L D SETH o7z, JREM NRPETR D bignoT,
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i FYUIBHRE OB AE R %, Table 3 (7,

Table 3.
N L2 L 7= Kbl:NZW H #4280 L /- KbINZW

Il L= e BIFE (%) 21/24 (87.5) 19/24 (79.2)
HEPE - FLPE L7=MEOBEE (%) 0/24 ( 0.0) 2/24 ( 8.3)
BRI AT & LT MEDBEEE (%) 4/24 (16.7) 2/24 ( 8.3)
ATERGNE AV S - O BEE (%) 17/24 (70.8) 15/24 (62.5)
HEIREL 103+ 29 103 £ 1.7
AR 84+ 3.0 91+ 23
ARARRFECE (%) 17.9 + 20.5 12.0 £ 11.4
A Trha AL 71+ 32 85+ 18
B - BRIRFECER (%) 21.2 £ 29.2 5.9 + 101
lalRE (g) HE 376 £ 49 371+ 64

i3 359+ 52 37.0 + 5.3
TR R ot 0.543 0.496

NTEHEGIC X D40 T, IEIRRIT B IRZELRF D 79.2%72 5 87.5% % Tili# L
Teo FTz, BENTIRE « BEEDRH LIRS TEN, RIS I 6Tz D
BEFENFIEI L 0 @772, AFRIENS SN EOBEE O E, A
[lD 15/24 725 17/24 L TIZB E o7, £72, BRAIMIEC R IO - Ih
WA TERGLHIEIL Y &mhro T,

WIERIMA TR SR E TN LD T & OMEZ, Table 4 12777,




IET 12-0031/21-1015/22-1015

Table 4.
ANLER L2 HH#AZE L2 | KbLIW (IET 15 5Hi)

KbI:NZW KbI:NZW T/ ME — A
ARG LA 2 B - EDSAE (%) | 317 ( 17.6) 115 (6.7 0.0—36.4
EREIRA B To O (%) | 17/17 (100.0) 15/15 (100.0) 65.2—100.0
PIRET O PRI (%) 2.06 £ 6.39 0.74 + 2.87 0.00—4.09
Filli oy HERE 1.47 + 6.06 0.00—0.52
8 k7 0.59 + 2.43 0.00—0.00
R - 0.74 + 2.87 0.00—0.00
A OTEINEEE (%) 0.65 + 2.69 0.00—2.80
TR HE 0.65 + 2.69 0.00—0.43
PIZE S O T RS (%) 16.43 + 15.72 6.48 + 7.62 0.50—9.22
heg W B 7 Y 5.60 + 11.89 5.14 + 6.7 0.50—9.22
iR E AR 437 £ 741 1.33 £ 5.16 0.00—0.56
FREZEROTHMEME (%) 53.80 + 31.07 82.15 + 20.97 18.23—46.37
g i o 147 + 6.06 5.37 + 11.33 0.00—1.96
A B 51 L8 0.59 £ 2.43 0.00—1.93
R 52.50 + 31.21 80.67 + 19.96 14.71—42.53
REALIFA T HE 2922 + 511 5.53 + 6.60 0.00—6.02
IHERTHER $ 25 0.65 £ 2.69 0.74 £ 287 0.00—1.99
ke RITHE T 2 27 9.61 + 24.11 21.77 + 22.46 1.58—11.59

HEFTIEIL, WTNORBIZHLREO ol PIROBIZTIE, 1 EO
AAEIR IR 4 DErp 1 DRICEM O HERE, BIOEOELFRIE 10 B 1 2+
HARE (WThbal) BRI, BROBIETIE, 1 HOAFRIE
9 PLrf 1 PEiC gD HHE () 2BlE S iz, PIRKR OVERROER L LT,
MR, A RIZE R, oS, e ol R, @R,
JEAURBATHE, NUMERTHES %k 25 &Uﬂﬂ*’ﬁﬁlﬁﬁ“ﬂ’%{ 27T BBES N, Thbo
ZEIFTVEFN G KbldW ORIRIZ BRSNS DO TH7hy, TOMEIC
[TRALIH TR DI,

A [EERE U2 N THFEIC L 5 KbENZW (281 5 A FMERBR O R AR E B &
AEI D BARARBNZ L DRER L T 5 &, ETIIRREOUGE L FEROIKT
MAHLBITZ, UL, SEIOMIRSE SR RETRETIC BT 5 N TRRFEIC
£ % Kbl:JW O xR L 0 kIR e L CTIRfECTH 722 e, OECD 7
ARNHA RTA L 414 1A LT 1RES 72 0 OIHREMIE A 155720
Kbl:dJW LV 0% < OEMZ LR EEL0LERH DH LB 2 b, *ji,

PRI PS8 2 REEV) OIREHERS (Z I3 RTRI R S 7z &5 2l fiE 4
AoNT, b OEITERORE & & HI#iE Lz, BRI L T

AT Al R AEARAT - OB & DO IEHERERD BTy, 2 OfEIE
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L% DR
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