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MatTek 606X ® £ fZ € 7 (Kurabo)
b B OWTHUNE OESREER D @ Bk
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biotech, Kukels, Germany). ¥ L UHEH4
DSVERR L BB AT T L 7o
WA F2EY Y (CDSN) iZxd 2Lk
RO, 158 GlcCer DRINE LEE DS
Ay 7 =15, 0.1% Triton-X 100/
PBS ML Z1TH I UL S B 72,

2 kbR & LT, lexa-Fluor 488 goat
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DIEEER T WMRICHA 5 I 78 & 358D
o7 (XK4),

D. &%
£[E] 0 FEER T AR B O W 03 EHCH

R DBk & e BEEEE T 0GR
BELNED ot AT/ Y — AL EfD
AR EBNEIC L s THAE SN B T
EDIREN TV B0, BN Okt R i
INEREBRZDOE LA,

E. &
AR E#E & BRI Ok, il e D78
F B i OKRF OREGBHEE S N B,

F. fERfakRims

%78 Lo

G. WFERER CPERITHEE)

1. BHE
AR
1. Basel-Vanagaite L, Attia R,

Ishida-Yamamoto A, Rainshtein L,
Ben Amital D, Lurie R, Pasmanik-
Chor M, Indelman M, Zvulunov A,
Saban S, Magal N, Sprecher E,
Shohat M: Autosomal Recessive
Ichthyosis with Hypotrichosis
Caused by a Mutation in ST14,
Encoding Type II Transmembrane
Serine Protease Matriptase. Am J
Hum Genet 80:467-77, 2007

2. Kishibe M, Bando Y, Terayama R,
Namikawa K, Takahashi H,
Hashimoto Y, Ishida-Yamamoto
A, Jiang YP, Mitrovic B, Perez D,
Tizuka H, Yoshida S: Kallikrein 8
1s 1nvolved in skin desquamation

in cooperation with other kalli-
kreins. J Biol Chem 2006 Dec 19
[Epub ahead of print]

3. Lugassy J, Itin P, Ishida-
Yamamoto A, Holland K, Huson
S, Geiger D, Hennies HC, Indelman
M, Bercovich D, Uitto J, Bergman
R, McGrath JA, Richard G,
Sprecher E: Naegeli-Franceschetti-

— 161 —




Jadassohn syndrome and derma-
topathia pigmentosa reticularis:
two allelic ectodermal dysplasias
caused by dominant mutations in
KRT14. Am J Hum Genet 79:724-
30, 2006

Zeeuwen PL, Ishida-Yamamoto A,
van Vlijmen-Willems IM, Cheng T,
Bergers M, lizuka H, Schalkwijk
J : Colocalization of cystatin M/E
and cathepsin V in lamellar gran-

ules and corneodesmosomes sug-
gests a functional role in epider-
mal  differentiation. J Invest
Dermatol 127:120-8, 2007
Mivauchi Y, Daitho T, Yamasaki
K, Takahashi H, Ishida-Yamamoto
A, Danko S, Suzuki H, lizuka H:
Comprehensive analysis of expres-
sion and function of 51 sarco
(endo) plasmic reticulum Ca2+
ATPase mutants associated with
Darier disease. J Biol Chem 281:
22882-95, 2006

Djalilian AR, McGaughey D, Patel
S, Seo EY, Yang C, Cheng J,
Tomic M, Sinha S, Ishida-
Yamamoto A, Segre JA : Connexin
20 regulates epidermal barrier and
wound remodeling and promotes
psoriasiform response. J Clin In-
vest 116:1243-53, 2006

Descargues P, Deraison C, Prost C,
Fraitag S, Mazereeuw-Hautier J,
D’Alessio M, Ishida-Yamamoto A,
Bodemer C, Zambruno G,
Hovnanian A : Corneodesmosomal
cadherins are preferential targets
of stratum corneum trypsin-and

chymotrypsin-like hyperactivity in
Netherton syndrome. J Invest
Dermatol 126:1622-32, 2006

10.

H.
a0)
30. HFEFHE

— 162 —

Bazzi H, Getz A, Mahoney MG,
Ishida-Yamamoto A, Langbein L,
Wahl JK 3rd, Christiano AM:
Desmoglein 4 1s expressed 1in
highly differentiated keratinocytes
and trichocytes in human epider-
mis and hair follicle. Differentia-
tion 74:129-40, 2006

Toulza E, Galliano MF, Jonca N,
Gallinaro H, Mechin MC, Ishida-
Yamamoto A, Serre G, Guerrin M :
The human dermokine gene:
description of novel isoforms with
different tissue-specific expression
and subcellular location. J Invest
Dermatol 126:503-6, 2006

Galliano MF, Toulza E, Gallinaro
H, Jonca N, Ishida-Yamamoto A,
Serre G, Guerrin M : A novel pro-
tease 1nhibitor of the alpha2-
macroglobulin family expressed in
the human epidermis. J Biol Chem
281: b780-9, 2006

MR A I - &R (PE%E

ZEEL

3. ER#EER

L

32. Dtk

RZE7E L




B & 2D
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B (C,D), B, D& A, C Ok E,

— 163 —




4 MatTek 606X ® K E 57V OEHEE, WFEEE (A, B, C) & nocodazol JL¥#
(D, E, F), C, Fii B, E oA,

— 164 —




JE S BRI RS EEAR YRR B R RIS

S IAWF RS &

TR TS S Kk F I AR AL BAE 12 35 U % 38 (LA O SR AT
I D R AL & JE R R T O FEBL & MR R AE D &1L

SR E  IWAHEX AR

MRERE

TN R R R 3 R~ B R

IKFETU S R AR AL EOE BCIE BB D0 EDTH LT 7

Fuy NI ODRBICLBEETH LD, AEIEEOREEIANHTH S, INZE
AT 12 BCIE 12 5\ T BRI O S lds A+ T 5 & & AR Lic,
A 03 BRI T O SIEAN X IC T T B AR L e, BIRER A TTH 5
LEKTI & 2V 4 FRAE ¥ ¥ DREEBEMBLEECL - THELI, T D
tem  BCIE ORREKEB LU, Ch&ERICENE coMiaomEALrEE
ANTW3B Verruca vulgaris IBWT I & ORISR METREI L TV
D, BENRHEELTWZDTEIEBDDP -7,

A. FEBN

KT SE R M f R AR ERE BCIE (35H
JAEHDVEDTHET SF VI VXTI D
BEICLAMMLERETHS, Lol &
Hizhh» - T2 8HEREEDORREITAH
THho., BRISEEESHFEIN TV,
I FE TAEE T BCIE kBWTidfE
R D WS AT ThH B T & MR L
2o ARl EIEEAL ST DN E I K
T EEERE Ui, BIRENSTTH S
LEKTI & anvx At FXE vy (CDSN)
DA BB LRI L - TEHE L.

B. WrgEiik

108%. . EREEERICH U BCIE
DIRBEEZE B L O 3 HlD Verruca vul-
garis O F V=Y VEE, Y5 7 4 vEl
PhEEHOWTAT b F YY) v ez A VY
(HE) #fas L OBtz atzs
5 -1z,

1 kbufk & L LEKTI (Zymed Labo-
ratories, South San Francisco, CA)
S O A BERL L. BEICAPFEIEIC THR
4= L 72 CDSN izt 9 A2 Hufk 2 H Wi,
EnVision® (DAKO) % H W THZEgk L

DABICTRMBL, ~<2bF V) VILTK
%ébfﬁg&ibf:o

C. EMER

BCIE o REAFKE Ic BT, HE %
= BCIE O % # T d % epidermolytic
hyperkeratosis DT EMHERS L7 (X1 )0
B L EE BV TBREN 27T
% % LEKTI & CDSN D FEHEE#E L7,
FE R E S & OF BCIE OREAIRE DR
ZHT1d LEKTI 3ERERHE LB, 58
Rl TR T, Ficiifao®RE IR
HiE A - Tt (K2), BCIE
DIRRENRAE © 3R ERED» BT,
BT REBICE YT - o, FhE
TREEPELCEIEL TV, EHRE
T3 CDSN b ZEH#E LE» o FhE
T CHIIRERN TRBICREE S - TR
wmLTWwi (K3), ABMBOmEL L
HWTdh -1, BCIE ORBEUREES T
CDSN Dz 1355 L. Wi dHAL T
Wiz (K 4), Verruca vulgaris IBEH T
12 HE Zefaic ¢ BCIE & [REIBRICEENE DR
ST BEROVEWIERESE LN (K
5), faiEt T3 LEKTI ® CDSN 33

— 166 —




HLTwa0, BHETOLmDELTE PR
HEDOELENLE SN,

D. BE

4RO EETIE BCIE ORRERESR T
FEBRERN S TFORRICB VT, BRET
BREEIS O LERIEDHE E WS BENA SN
72o BCIE & EIRRICEAMIIE O R LEE
DA 55 Verruca vulgaris T & [BIEED
FTRMBA SNIZDOT, TS RMAOTED
ZEALICBEEL TR > TWAEELZOM
O g R AN

E. %

BCIE JRZEH T I3 BRI 0 F D FIR
flENEERICEENA SN S, 5KBET 5
FUNTFOERENEDL S IEHEFTINE
FIEEITOPRET SN TN S0,

F. fEFEfERIEHR

F4 L,

G. MExER CERRITERE)

1. FmXHE

R

11. Basel-Vanagaite L, Attia R,
Ishida-Yamamoto A, Rainshtein L,
Ben Amitair D, Lurie R, Pasmanik-
Chor M, Indelman M, Zvulunov A,
Saban S, Magal N, Sprecher E,
Shohat M: Autosomal Recessive
Ichthyosis with  Hypotrichosis
Caused by a Mutation in ST14,
Encoding Type II Transmembrane
Serine Protease Matriptase. Am J
Hum Genet 80:467-77. 2007

12. Kishibe M, Bando Y, Terayama R,
Namikawa K, Takahashi H,
Hashimoto Y, Ishida-Yamamoto
A, Jiang YP, Mitrovic B, Perez D,
lizuka H, Yoshida S: Kallikrein 8
1s 1nvolved in skin desquamation

13.

14.

18.

16.

17.

— 166 —

In cooperation with other kalli-
kreins. J Biol Chem 2006 Dec 19
[(Epub ahead of print]

Lugassy J, Itin P, Ishida-
Yamamoto A, Holland K, Huson
S, Geiger D, Hennies HC, Indelman
M, Bercovich D, Uitto J, Bergman
R, McGrath JA, Richard G,
Sprecher E: Naegeli-Franceschetti-
Jadassohn syndrome and dermato-
pathia pigmentosa reticularis: two
allelic ectodermal dysplasias caused
by dominant mutations in KRT14.
Am J Hum Genet 79:724-30, 2006
Zeeuwen PL, Ishida-Yamamoto A,
van Vigmen-Willems IM, Cheng T,
Bergers M, lizuka H, Schalkwijk
J : Colocalization of cystatin M/E
and cathepsin V in lamellar gran-
ules and corneodesmosomes
gests a functional role in epi-
dermal differentiation. J Invest
Dermatol 127:120-8, 2007
Miyauchi Y, Daiho T, Yamasaki
K, Takahashi H, Ishida-Yamamoto
A, Danko S, Suzuki H, lizuka H:
Comprehensive analysis of expres-
sion and function of 51 sarco
(endo) plasmic reticulum Ca2+
ATPase mutants associated with
Darier disease. J Biol Chem 281:
22882-95, 2006

Djalilian AR, McGaughey D, Patel
S, Seo EY, Yang C, Cheng J,
Tomic M, Sinha S, Ishida-
Yamamoto A, Segre JA : Connexin
26 regulates epidermal barrier and
wound remodeling and promotes
psoriasiform response. J Clin In-
vest 116:1243-53, 2006

Descargues P, Deraison C, Prost C,
Fraitag S, Mazereeuw-Hautier J,

sug-




18.

19.

D'Alessio M, Ishida-Yamamoto A,
Bodemer C, Zambruno G,
Hovnanian A : Corneodesmosomal
cadherins are preferential targets
of stratum corneum trypsin-and
chymotrypsin-like hyperactivity in
Netherton syndrome. J Invest
Dermatol 126:1622-32, 2006

Bazzi H, Getz A, Mahoney MG,
Ishida-Yamamoto A, Langbein L,
Wahl JK 3rd, Christiano AM:
Desmoglein 4 is expressed 1n
highly differentiated keratinocytes
and trichocytes in human epider-
mis and hair follicle. Differentia-
tion 74:129-40, 2006

Toulza E, Galliano MF, Jonca N,
Gallinaro H, Mechin MC, Ishida-
Yamamoto A, Serre G, Guerrin M :
The human dermokine gene: de-
scription of novel isoforms with

20.

H

— 167 —

different tissue-specific expression
and subcellular location. J Invest
Dermatol 126:503-6, 2006

Galliano MF, Toulza E, Gallinaro
H, Jonca N, Ishida-Yamamoto A,
Serre G, Guerrin M : A novel pro-
tease inhibitor of the alpha2-
macroglobulin family expressed in
the human epidermis. J Biol Chem
281:5780-9, 2006

MR AR BE - BRI (PEZ

adl)

33. KrETFHUS

=7 L

34, EHFEER

RZHIEL

35, Z Dt

ML




EZDH

BCIE oRRAHZED HE#%, 55 (A). ¥ B). ®miLk#E (C
Hyperkeratosis 8% 6415,

Epidermolytic

LEKTI o fufEhett, #RZEE (A) & BCIE ORBAHE 0 55IEK (C
D),

 BRILK

— 168 —




o

N
o

s

IEH BB O CDSN %fEfefs, Bk A OMIEKE,

o

— 169 —




PN

IADM®

l

B

[e]

@ CDSN #fEgefe

RIERE

4 BCIE O

— 170 —




%5 Verruca vulgaris ® HE % (A) & LEKTI (A), CDSN (C) #&Egtn,

— 171 —




JBEFGBREM RS ER TR BRI EEEE)
ity Ei

AALREAE T 7OV B OB IZ B 5058

A VAR

MERE

KRHEBHE  BIIRFELRFEE BE R 5 LG B

o7 ) YARIEE, EHOERSTHEa ) 7Y v ET— FG

ZEBIETFIC I IEREOBAZENEL, BRTORAEBINE I LItk > THED
5o BEo Y 7Y vTld, v U7 ) YOHIVEF VIVKIENT VE = VICELR
BRIST I VREETNICE D B, o Thibild. NS v X727 ¥ 3 VD
FaeBHVT, v ) vARETE SN A8EMAL - AEIRER S 28— ¥ 3 D75
A& 2 NI EHRVTE T 5 CAD OENBIT &G L E W o B ICEELE
UCTVWABREEMAE L TX, LALIDRTIE. VI VYR 727 ¥ a vDF)
EPE oo, FECLI L OB PSREE T H - 7o, SElbnbhiid, O]
AZzmEEd 2T, =7 VY vEERBEREHRWT, v s ) vAREEFIL
MlaORI 2 AT, SElo ) 7 ) vAKIEA. Disease Control & UL CEIRL
7ois. COMILEEE T 7OV, KETSER M AL BE O R BRI

HbIELEETBHDTH 5,

HET A
ENE R
Fr L
A=
AR
HOE & ER

BRFEEFEHHI
BIRFEFREF
ENRFEEFRIF
BINKRFEFH BT
HIEEMRFEREEERE 2 v 5 —
Bh#a%

A. TFEBW

ol yAKRER, 7aY 7 viBET
W1 IBROBAZENLASL CENERTH
%o COWMAZRITEDEBIETOHAED
e ) 7 U VAFD R IvEE VIVEKREEN
THUF = VICEOEERE T 3/ BREFICE
DB, TOHICKBITEINEN 2 e DHE
Boy) ) vyBERICERLTL 3, Ly
LEns, AEEENIELZERBICBT 2
SFA N =X L2V TiE. bbb AR
ST TERTELN— VRPN SHBEL T
Wi W, CDOFAH =X AEFEITEMIC
BT 570, 007 ) VHAREET
VIR ARSI 5 C EAFERNE L,

B. WA

a) 775 X3 F{EH

FEMo Yy 7Yy [Lor (WD) BLU
ZEoy) sy v [Lor (730 ins Q)] @
gDNA % 3FHERE N7 ¥ —Tdh % pIND
/V5-His N7 # — It A L 72,

b) fHAREREE PSR T2y Ve v

b bR MHIARRTH 3 HaCaT flfla%
DMEM (Dulbecco’s modified FEagle's
medium)~ 100 units/ml~<=<1 v, 100
mg/mlA b7 <A vy, 10% FBS %
SUEMPTEEE Lk, HaCaT ffaid b
5 URT7 27 VayORIHICHMRL 72,
DNANZ v 27 =27 v a viZid. Lipofect
AMINE plus &3 (Invitrogen) ZH W\ 7z,

c) L7 va v

HENT VAT 4=/ bDRLY Vg
vicid. DMEM (Dulbecco’s modified
Eagle’s medium). 400ug/ml €4 ¥ v
2mg/mlY %54 v, 10%FBS &
CEEMAE Wi,

d) —IkPuk

— 172 —




L V5 Fiff 12 Invitrogen fH L O A L
too Hiww 2o ) 7Y vHKl Babeo £t
FOBEA L, fit FEREDY 7 ) VIR
3. IR S OHREICEL T, v Fhk%
ERR L 7o

e) FET oy Mk

HELT VR T+ — <V lEZ Lae-
mmli buffer IZEfE L. K LT3N EHE
L7 15000E:T 1 RELE. Lg%
EUY L 720 EHEEE E Bradford % HW
THIE L. 0ugnEDEHE % SDS-
PAGE BB L. 0k, EHEA. =t 18
o —AEICEE L, 2O= okl
o— 24, FERO—IRFUET, ZEIET 2
BERKIGS E7, Z20% HRP 5 NV K
FEAEREES ., ECLY 257 4 (Amers-
ham Biosciences) ML THW &9 5
EHE AR L 7,

C. WHoERR

Ty VY VBRI ¥ —TH5 pIND
Ry y I HEMBLIUOEEa )7 ) v
oDNA 2 A%, RXR &z 7 VYV V&R
EAEFENCRE L TWS HaCaT flifdic
NoONRI y—% b5 2727 vVa vl
400pg/ml €4 v v, 2mg/ml ¥ X754
VVITR LY Va vETOL, HENT VA
Tr—=V b EER, INSCOEEL T VA
74— IO REBHILSDOEED, BT
ZiT o720 BFERD Y 7 ) VARG A5
BRE LT, WL-1 & &I 7o labk AT,
Fro, BEw ) 7 ) vEFERTAMEELT
VL-5b &t fllatk B A7, BHicx
gy vERINTSE, HEAMBIUEED
yryrvaEFELZ (K1AL B. O, %
ERoy 7)) vid, MaEBIORNICES
LTz (1B, ERoy 7y vid. %
IMEIZFEIR LT (K1C), Biifox
y oy vOEEA, Blbsds s, AL
FOZERo) 7Y voREEEEML (K
2o

D. &

ASElbhbinidy Vv VEBEEREORE
FWT, vy 2 ) AK€ F VI ZEL
TEHEZ LI Lz, %I OEFIVIEE
FAuwToy 7 v RIEDREEHRET S
SICEHICHET T 2 FETH 5o

bR Lica ) 7 ) VAKEDE
FOVERRRIR D ) 2 ) VY EEDREE FETY
5 TREEMTH 5,

F. f@EaERIEHR
iz L

G. MHERER CPRISER)
1. GRSCER

Yoneda K, Demitsu T, Kon A,
Sadahira C, Moriue T, Katsuura J,
Matsuoka Y, Takai I, Noda M
and Kubota Y : Ubiquitination of
molluscum body and its implica-
tions for pathophysiology. Br J
Dermatol 154:786-789, 2006

2. Kakurai M, Umemoto N,
Yokokura H, Fujiwara T, Yoneda
K and Demitsu T : Unusual clinical
features of coma blister mimicking
contact dermatitis in rhabdom-
yolysis. J Eur Acad Dermatol and
Venereol 20:761-763, 2006

3. Kon A, Ito N, Kudo Y, Nomura K,
Yoneda K, Hanada K, Hashimoto I
and Takagaki K: L457F missense
mutation within 2B rod domain of
keratin 9 in a Japanese family
with epidermolytic palmoplantar
keratosis. Br J Dermatol 155:624-
626, 2006

4. Azuma R, Demitsu T, Hiratsuka
Y, Kakurai M, Imagawa I, Yoneda

— 173 —




10.

K and Kiyosawa T : Subcutaneous
lipoma of the index digit present-
ing the finger-tip bulging. J
Dermatol 33:386-387, 2006
Sadahira C, Yoneda K, Moriue T,
Katsuura J and Kubota Y : Suc-
cessful treatment of keratosis
follicularis squamosa with topical
tacalcitol. Br J Dermatol 154:1010
-1012, 2006

Sadahira C, Yoneda K, Moriue T,
Takai I, Kushida Y, Haba R and
Kubota Y : Periungual myopericy-
toma. J Am Acad Dermatol
54:1107-1108, 2006

Matsuoka Y, Yoneda K, Sadahira
C, Katsuura J, Moriue T and
Kubota Y : The effects of skin care
and makeup on quality of life in
female patient with acne vulgaris.
J Dermatol 33:745-752, 2006
Yokokura H, Demitsu T, Kakurai
M, Umemoto N, Azuma R,
Yamada T, Suzuki M, Jimbu Y,
Yoneda K, Ishii N and Hashimoto
T : Paraneoplastic pemphigus mim-
icking  erosive mucosal lichen
planus assoclated with primary
hepatocellular carcinoma. J
Dermatol 33:842-845, 2006
Demitsu T, Yoneda K, Umemoto
N, Toda S, Kakurai M, Nishida J,
Sadahira C and Kubota Y
Agminated mollusca contagiosa
with attenuated ubiquitination of
molluscum bodies as an initial sign
of malignant lymphoma. J Eur
Acad Dermatol and Venereol in
press

Matsuoka Y, Yoneda K, Katsuura
J, Moriue T, Nakai K, Sadahira C,
Yokoi I, Nibu N and Kubota Y:

Successful treatment of follicular
cutaneous T-cell lymphoma with-
out mucinosis treated with nar-
row-band UVB irradiation. J Eur
Acad Dermatol and Venereol in
press

11. Yoneda K, Bandoh S, Kanaji N,
Moriue T, Katsuura J, Matsuoka
Y, Nakair K, Demitsu T, Ishida T
and Kubota Y : Eosinophilic
pustular folliculits associated with
pulmonary infiltration with eosin-
ophilia. J Eur Acad Dermatol and
Venereol in press

12. Moriue T, Yoneda K, Katsuura J,
Matsuoka Y, Nakai K, Yokoi I,
Matsuda Y, Nibu N, Miyamoto I
and Kubota Y : Planar xanthomas
due to cholestasis in graft versus
host disease. Br J Dermatol in
press

13. Yoneda K, Yokoi I, Matsuda Y,
Nibu N, Miyamoto I, Demitsu T,
Matsuoka Y, Moriue T, Nakai K,
Kubota Y and Hashimoto T: Lin-
ear IgA bullous disease showing
insect bite-like eruption. Eur J
Dermatol in press

P At
1. KHEIE, ZEHEXR  f{LE2ED X
2128255, Clinical Derma. FIfh

H. JBmAEOHE - BRI (PEZ
a2v)
L

— 174 —




Mut Lor

Ani-V5 b i-Mutant Loricrin

Mutant Loricrin ~» = - Mutant Loricrio

Wik Loricrin - —

Wit VLS WL-1 V1.5

Mutant loricrin is
accumulated on nucleolus
in VL-5 cells.

Lor C-Terminal

Dose-dependent Wild and Mutant Loricrin Expression

Wild loricrin distributes WLl
in the cytoplasm and
nucleus in WL-1 cells.

VLS

Lor C-Terminal

Wild loricrin distributes
in the cytoplasm and
nucleus in WL-1 cells.
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