Table

Atg7KO

Control

(h=17) (h=7) P value

Fyoery v (/50m*)

Day 7 83+10 105+1.3 0.038

Dayl4 10008  128=%05 0.026

Day?28 6810 11517 0.028
1B ) a7 VENOEKERE (um)

Day 7 18+0.3 25105 0.033

Dayl4 20 £01 26 =08 0.014

Day28 2104 3005 0.033

Data are expressed as the mean = SD.
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DR TH 5o RIFFETIL, REERRALIUEREER T 2 & UMERF O I — FH
WeEDRBEY =Ty M) = v T THEN Lz, & b ABEREL
BN T BT T4 2 A MZEDI2BER AR TERZFEEL, Yo A —EIZX
BITAE R E =B L 2o =0y MUY =7 ¥ 0 FIZRBHRIRALIE O BIZ T2
Waesh Rl {EDDL ETHMOTEHEZZ LN 5,

KRR
WO BT REERAZE R

A. HWIZEEBY
AL R | C B T A B (m T OERT I
B4 ) LDNA, cDNA% H &2, PCRT
HEWE L 72 DNA WA %4 > o — i T 2R
RRDODLFERERTH D, TOHETIE
BEOFRRAR D SHRE SN L EMHEETO
DNA % BRI L. BEDBET OERE)
MR SNBSS CRIT 2 2 TWwize Lt L,
BHOBETENEHBT LD, =7V 0
Z VBT OWE. FEIFE N, F72, SNP
MEWEE, F—FN—2A L OBEIZ, 2k
DO ZEE L TWwiz, 2T, RFZETIE,
AR R E ISR T A BTN A LD
SR B BT, ki Y — 7 v —
WY =y )=y TR ER
L. SIS 7 2 BT % S A T2

B. Wigelis:

BRI IE 7 B ORE OB EEE 754
BT (Fl) 297 v b LTEY, &
et RS A BEREEEV 6 B, A — b U EE
SV 1B, oMo plzxss Lz, ¥ —
77y b O PEICIE, RefSeq. Ensembl.
CCDS. Gencode, VEGA. SNP 7 — ¥ X —

A% ZM L. H sapiens, hgl9, GRCh37® Bt
w7z 54% — 7 v NEET D674%58
. A FM374 kbp #6548 7 7)) 2 v %
TATIT) =L LTTYA v Lize BTN
M A S L 72772 2 DNA % HaloPlex
(Agilent #1) THHE L., WA T —F - —
MiSeq (Illumina#t) TY —47 ¥ A %47- 72,
V= VAT — ¥ X SureCall (Agilent#l)
& %\ i Avadis NGS (Strand Scientific In-
telligenceft) #HWTT7 4 v A /K
FEAT 24T 2 720

(fRHEE~OBRE)

AFZEIZ e MEEB L e bR
gex e te/zd . MRk, MY >~ 7V ORI
BLTE. BEEM R HHEES TERES
- EICERD E P LTV, s &
DEMICLAREBELH/TERL. 7
DOFLY 2B L TEERETTREE AL L 72,

C. MrEksR

12Re i A RICE R S 7z R
. BB ARV 6 BlR 28], %
P N VIEBEREEC LB 1B, F o5
1l ThHorz (R2) SEMEZETE /2
ABCAI2BETOERLED, 462D\ T,
N —ETORES & B LR,
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RC—HLTW5EI EDPHERTE 2,
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y =ity NS Y TR ) LD
LIFEDHEBOA T L. =T Y AT 5
FETH L, TOFEE, EFEMIRY B X
ORI ZERE OIS TE, &7V —
Ly BN ARI (. BER). 77
o (PCREEWE L 7z2EW) #xts e LT
AR — 2 v — % B TIRERS O ¥ —
rUARITD .

A, AL EE E O BT &(nF %
CUbABIE T AR & L TI2B 05 — 7
N Y=y T RITV, AR TE R
HST &7z, RIETHIBTELERIZ, 16k
DPCREMIOT A L7 N =y v,
PN =TT LRSI R LT
BY. BMBICEA T Ty LM 2ET
RN A S N Rl AV VAV R Y - |
B AL RO O ST I X eE DS B Ry I
% BREHOT /) F— a VIZER T
ML oT I ENTE L,

S E LT, BETFICE o TEIN—%F
MT745% E AR L. TXTO T — REDS
IN=TETWVEDLITTIERWI &, FITIZH
MABHRTIZEETH L & /84T
T4 VINFEEAEET, BHEIHRLTWE
EREDBEITENS,

E. 5w

F =2y N = X B
FEALRZ E D2 BIFAT I ZMER DO PCREY @ %
AVT b=y PR TEIER L (E
BIEIATRETH Y . S, AR EZIE
% Er T aL R B T HE VR R T R BB T RIS
FHTrEeMFEEND,
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1. Haneda T, Imai Y, Koga H, Hashimoto T,
Yamanishi K. Case of subepidermal bul-
lous dermatosis with immunoglobulin G
autoantibodies against various basement
membrane zone proteins. ] Dermatol.
40,283-285, 2013
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Yamanishi K. YKL-40 is a serum bio-
marker reflecting the severity of cutane-
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tol. 40,294-296, 2013
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neda T, Yamanishi K. Serum cytokines
correlated with the disease severity of
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ers. 34,153-161, 2013

4. Imai Y, Yasuda K, Sakaguchi Y, Haneda
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Yamanishi K. Skin-specific expression of
IL-33 activates group 2 innate lymphoid
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USA. 110,13921-13926, 2013
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1. Yamanishi K, Nakagawa N, Haneda T,
Sakaguchi Y, Imai Y. The expression of
interleukin 33 in the epidermis of Nether-
ton syndrome. The XXXIV Symposium of
the International Society of Dermatopa-
thology, 2013, 9 H

2. Yamanishi K. A variety of the pheno-
types in transglutaminase- 1 deficiency.

55860 H A L%, 2013, 9 A
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AAGAB CDSN DSG 4 GJB4 LOR RHBDF 2
ABCAIZ CERS 3 DSP GJB6 MBTPS 2 SLURP 1
ABHD 5 CLDN1 EBP IL36RN MPLKIP SNAP29
ALDH3AZ | COLI4A 1 ELOVL 4 JUP NIPAL 4 SPINK 5
ALOX12B CSTA FGFR 3 KRT 1 NSDHL ST14
ALOXE 3 CTSC FLG KRTI0 PIGL STS
AP1S1 CYP4F22 FLGZ KRT 2 PIK3CA SUMF 1
ATPZ2A2 DSC2 GJBZ KRT6C PNPLA 1 TGM 1
ATP2C1 DSG 1 GJB 3 LIPN POMP VPS33B
F1  AEERERALERE 2 & G EEE SR v
oS LSRR8 / AT B

IR B R AL S e R B e - B IRF g / i Bl 2/6
A — b VIEGREE 1/1
ki 1/5

Eil 4/12

FE2 Y=y Y= I VI AERBNRER
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JRAGF BB A Fe B Bl (HER PR BT R Z2 55 3)
SR SE R

Wi 7 — TRIBEA R Y > 7 & H v 72 IRRERE 2D Mk 9 2 £ BRI AT 0 3R A

MFemdE  IWARBZE JUNERKRZERER #HEH5%

MREER AWEREOL TENY) TREBEZESHEREORERDH L LE2 D
N, AEMOBEEDEE L IZR 2L EEbN b, KA IZIHREN TREBY 2R
FREGEE L THET— 7L 2 ABOREEL v T, NRIIIZEESEOH ES
TRBEHI I ZFIH T & AMAEEOMEY. % Hig L T\Wb, 4 [A1E Netherton JEEREE (NS)
ERBICEOINAA TAEY — WEREATOGE Y — A EMRmE, 25
k) 7ar 7T —Y¥ooeoThbEAY 7 LA T (KLK7) OIEEIMEE A%
T hNE—MEEREEE DL )RR L PIBHRE L. FOKE. NSORK
ThAHLEKTIOREZ KL 72 KLK7TO EiEE AR L. FRICEI EEZ2 o0
5NV AF TAEY — LWERETOEF CHERF Lt/ y — 2187, 72, A
O D NS TIEAEREIT/NE . BENZ SE THEMBORAZIT LN

TWALHREE A & 2 72,
HENFEE lesion) LfEHERT 5717 (Normal) 75
HI BmF CBNEKREEE M7 — 72 HWTF-ABY 7 IVIZEE

A. WFZEHK

B CIIARBOIBEREICEES, N
U TEREEREENH S EEZ L, AEMRO
ML IEFLE LI ERLDEEDNL, Th
b DOEBOAEMILDOFERE % T T 2 BRICE
BN HREE LD %) MARRIUISERNZIXAT
RV, FIT, HATKE T —TEHNT
FIEEL 7oA RIS LTRE L, JEREY
P OMHERIIC A B M 2 BRI LT3 5 2 &
T, HRBOFHMCIEER RO E R IR A
TERWVWHhEEZ TS, HIEIX, Nether-
ton FEMERE & F S, ARBBAEEEOMRRA
FTORARVCHBORIBECEET5 70T
7Y OEEEZEIE L. mORE O LB S
ERBERET- SV RBRL)LEZ TS,

B. W)k

Netherton fEfEEE (NS) FEBIA 2 Fl. /~
WBAR &, HEsefs e LTT7 ME—HEEE%
JEBIRZ 55 (AD lesion). #EZEF (AD non-

B ETVWTFAES LA 1 (Dsgl), T A
EFay 1 Dscl), INAFTAED
(Cdsn) Dt /8% — BT U720 F 7215
S LR O A E A O THIFE 2 5K Bk
L7 EHICHHET — 7% AW Cig/-AkE
>~ 7 )V CTHachem JP et al (J Invest Der-
matol. 2005 ; 125 : 510-520.) @ FHE 2 HE
T in situ zymography % & 72,

C. WhgersRk

Kizg 7 — TRIBEAE Y~ TV & W TORE
HEDPS VA FTFTAEY — LEREFTH
% Dsgl, Dscl, Cdsn DB i35 &,
1 DX HIINSTIBEAF DGRBS —
PR LI IS TER o7, E 612
NS Tidm A, /MR E S EFEEIZNormal L 0 %
AEMEOHMED /NS <. Normal TEIZ &
NAHREIE) AEMREEEOZ/LD Rbon
hroiz (K2)s in situ Zymography O i
FIINSfAJE Tl AD lesion %° Normal & H#
L CRWEREEP SN, AU 7L AT
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HELD D LA Tin vivolZIm WEE
HEHEERELNLOTIE W EEZ TWA,

E. #m

AD TIXIEE CEBIERDSUET 5 £ )L
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Dsg1 Cdsn Dsc1

a) NS

b) AD lesion

c) AD

nonlesion

d) Control

1 KETF— 7 TCHEEL AT ¥ 784 247 Dsgl, Dscl, Cdsn DJRIE%E
RL720 NS (a) TliEoREEEIEm I N5l E POis, BAWHRNISRT X
A, MO —WOREIIT2d DR, MEPRICFES RREaERADLIOLRE
LB Yt )Ny — VHNRIE L TW/zo ADlesion (b) TidWidhoRTdMEOERE
R — 12 et X, AD nonlesion (¢) Tld Normal (d) & FERICARED &Gt
ENBHMMLE . Normal & 38 % D HIBOFIRICE IS 2Rzl 5 2 HE O
RN —VHBRIEL TV D,
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R DH Y. KLKTHEREMHER TZ0EEIZIH S Twb, NS SCTiMED
FHEHIEESR O N, X ) FHZHEHOWHIRI RIS SNzs AD lesion SCT
AR DA D 1T 2 3. BHEHORRIIRER7E - 72,

3 in situ Zymography Ti& 57z
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