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Cornified cell envelope (CE)IZ3% R M etk 7 b D To< 5, RO ALFIT VAR
G THD, ZORIETIX, CE OERIEEE, 725N CE #3555 DR EICK
STHULE BRI 5,

1.CE ERGERE

CE 1AL DR ML OB TR S LD, D TV Y ©, S
WER) AL IR FE DD ARE FHY | AR DOIK S OIRFI LA BN T
725 TS (1) 2, CE ITAHIEED NRINZ B TSN AD LG ST 2 v R 7 55 -
5725 10 nm OEZOE L. JEHFERL A DB TIR DS fFEZ EH#L 7= 5 nm D
JEEDIFE = _a—TFE 5570705, CE 1XLL FIZih RAEFED 45173 sulfhydryl
oxidase &EFT7 AT NHIF—B (TGase) IZEVEZES IV TSNS, Bl OEEFEIT
S-S & E o<, #%E X Ne—(y-glutamyl) lysine isopeptide f5 &L

N N2-bis(y-glutamyl) spermidine i & %< %,

CE JERIE3DDAT v 76705 (K2), (1) BsaERRE, 9 Amiiie LiEicku
THINO TN DJREN ERT DL, 2R T T% _UTTX AR TY
UBILT D, TR T TR RV T IR AIBE LT LA~ —E T D, Z
NEAL RNV DHIaNEE ECREE 75, [RIREZ TGase 1 235 BIL | A - I2HS
G35, ANV T NREDOSLeS EFIZED TGase 1 1T 7 7% HO~T A
A=AV RNTV TR G 5, [RICEER DI HE S L CWDIo 2 /3 7R0
T AT = ADF TG L AR O N R E NIED 3540 37 4y 1 D4R
BLIZb DD 725 1 53 F DRSO BN END, (2) R _Xu—7 DAL, T
RLflaE 27258 e RS BRI O R B U ETINE W T 5, AROA



H?‘Q@)/Eb’?’* TEIINICI o TEMSN, ZHEH | B CAREISNT A 3055,

FIZA VRT3, TGase 1 DIFT-HE I TEEGESIND, (3) FHTREPE, e
N? TGase 3 232U L small praline—rich proteins (SPRs)%y % 2Ef& L . R EX A
~ = TRE AT —E T D, ZIDEMIENE D TGase 1 2348& 32, LT,
LEP (late envelope protein)7£& % DD 45 NZEFE S A,

HIE N CE MR 75 o 737 DS 5 R 8§ D X 2N E TR T
BT, L. CE iR O ONEDThHhD ST00ATL 1M NEIZ K> TR L /%8 1 E
naLtsEsnz?,
2.TGase
TGase | _EilL72851Z Ne—(y—glutamyl) lysine isopeptide #& & &
N*,N®-bis(y-glutamyl) spermidine f& & DL AL D H Vo MEAEIEDBESE T 7
V—THHD, BHEATE OGN TR THD, L, BHOREE SRR E DR
REETITTELR D, ERTIZ9 2D TGase NEIHILTWAD, D95, TGase 1,
TGase 3, TGase 5 7% CE O KICR 595 7,

TGase 113106 kDa C, 817THDO T I /D BT D, 230 5350 T, IEIA#E
BIZEHEET% 10, 33,67 kDa DG (10/33/67 kDa EK) L7025, J:Hic‘:ﬂu“c
FELT L0, RETITAME L ORERE 2T TRBLT 5, N RUGEALAS, 2
AF RS LT ST A U GBI/ &3 AL m  EEZHH L, Ml E
W CRITEMED EZIXIEMENTI N, ZOfth, Z2 /X7 DER G 53 R I > THIEHEZE DY |
FEEDEREDMEZNLTWA T O HF A LD LKL, 10/33/67 kDa B AIETIL S
W AR Z ) ) 5y AR W= FEER T TGase 1 IEEITD &0 DRI 244G
Eo TRERZERLZTET D,

TGase 3 1% 692 O T /EENH72% 77 kDa D7 BT A LEL THERES T4,
30 kDa & 47 kDa D220 W i iZ8IV 4L, OO IiddE AR A IZRFE AL,
BERTE A DI D, TGase 3 XK R, BEOM, I, /MG, SEHITHIE
Bl9%, TGase 1 LHE720 a7V D41 NICZRIEE1ES,

TGase 5 & 1-1% 13 D exon 75725, 33.7 kb DKEX%EH D, TGase 5 1 720
B DT/ W65, TT kDa TG AIGDLDIZH 37 53 A BELIR N, SRR
ik CHEBLT D705, FrIZREZORERLE THRIIEHL T 5, CEMRZ "7 Thh, nl sl
U AVIRNTV | SPRs I E R BUET HTEN in vitro TREHS LT,

TGase 1 DBE T REIZL o THMBRM AN, TGase 5 DOZ R ClrE Al
@ peeling skin syndrome 73EU2% ($41R)
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CE ORI SY E70 005 T NS FEIFAETHIEDETEE TNEND 51 DOHREIL E
ARSIV TR, 8725 R OB DT EW R R T L LT
DOIEBEDZEDS | MR E T D2 M S IV TWD AT REMED 83D, Bl 21T, vl 7V AALIE
AT 2 ERICAFRAITHY, SPR3ITE TITFHBLL TN, O RIED
FRIZEETHD,

VABF U A, ZT TN T TARI )T I F R — (e X272 8 DH X
7o R FRBAE 7y 128 CE i IZE D LR b 5D, v AX T A1 CE IZZEBS
NTBHZDAEMIEEN DI TN EDOHIELHY ° CE BNEWFHI T EL
THEREL CUWVD ATREEDNV RIZS AL D,

— i, ARV vl rU | SPR 7SI TEEH) N T ELTO CE OMEE A -
TEY, ZNHOREREEOE R, 8R 7, BT, Zelkyk, W), ATEtEE VST feE %
CEIZfT 5T 5EZ 260 TN5,

Flo, ZOINTEED 53113 CE ZRERL TWADZEIX, ZO2B W o513
KL E T, oy 013 DOReZfli7e L T, SRR RIZELR, L0OF
FUTDRIND, FERIZ, A RNV oul s EnoTz CE DO EEIRAR T DFEARKR
BEMWIC K ERBEE T AL &7,

LLIFIZ, CE B3 D5 B B R B LB DNRN =Y 7V AT DWW THERL T D, il
DY FAZDWTIIO SR ? 2B =72 & 20,
4.a)7y
CE Oy DOEDTHHaI I ATT V| B VAT AU E LoD TREANE
DI IEME A THS Y, LN TIZT I/ 315 D704 T 8% 26kDa TéhD, It
22— RN ClIA— T ARSI AEE L EO/2NESIVTWVAD, RN A %
o, hlicix, 2V o Nb A T —RICEDTE LA B O E N = — 7R
ATV =T RS RN A AT N A VU PN EE ThD, B
VIVATIEF RO CEE RO 10%%H Lb D Ly CThd, 1IEFH R CIXERE i
FRETHIL TS (K3), R EIH TR T Lm0 CEIC—H L TURET
LZENONDH(KL), vI IV 5 F DRI EBIZ > THLEE N B ED (RiR)
5.CE LR DR FICLDER
1) SHEEIRE AR
IR 1T heterogeneous 7RYEFBHECTH LN, AIED HBE DL FrRIZZER AR D
ERIRIZ L 58 D DKI50% Tldk TGase 1 BT DM T LI/VIZEE 8HD | ZOREFE D



IEHEDSH LTS Y, TGase 1 G T ERIEFIOL A, au 4 <e—L L THAE
L. ZO%2H B EIEROE b, IRIgCOBON K, OB ALE
HZENHY , TR AMEREO FERR 2R T 28N, Ll 72 Il 2340 <
FLROEZ 7R L, FEAIERL S R R RRAL B2 E DR IR A Lo T il o D, Rl IRIE
WEBIE T ERDOZAT OIS TR, TGase 1 DZERDKERF XTI/
DB FIE LR DHBLTHLH, 7'rE—F —F KD Spl &G A DA
FZ LD n - DR EIEMER FICEABIAME SN TS 0, @\ n - IRIR N~ AR
J§CRALNTND Y,

Matsuki 51X TGase 1 /7T U~ AR LAIEDET VEYZ DD LT
LY, ZO~TAIERD TGase 1 /w7 T IRV EEE T, L O T HEEEDE
LTEY, ABISHIET S, I ZORTADER KA X— R~ R BT 5L
WIZERIEE, AEIEENALNDINN/R20, NUTHERENSET D Y, ZDZEnD
TGase 1 KIBICXDAREEE COAEIEEL N T RELRIET 72012407
DTHAIEEZHILTND,

AIEDZWHE TGl DR ERERIENE, X2 7B, Ba R R, BRO[F
EICIVHEESNDD, IR AR — =0 TR L LT E SN, B0 %
VAL COREENIC CE 3D EINERDLZEL A THL Y,

2) Peeling skin syndrome

AIEIXH B DO A8 OHBEA R ET D, ENREIEBEMEE THD, B
HBIELC, TOHRBETIERE AR EOM TEL THDIENHBIL TN, EHER
R LT FERIEMED A B RIEVED B AN KBS TS, ZHNORIKE S
TIIEIEARHTHLN, ZHITBS2NWENRF R E LT, b (acral form) 2335
INTRY., |&wilt. ZOX A7) TGase 5 @ homozygous 727 X /FEEHAZS . G113C |Z
FoTAELLZERHIESNE Y, ZOBE TIZEICT RSO A E A,
HaEOTITHRIZHIBEL  ALBEA 7R+, RIS AL RS ICHIBEST 22873C
&5, FRLDZEFIT TGase 5 43 7D N KUK AL L LRRER A1 LD B FERIZHEZ -
TEY, BEIEEEZRICKRDEDL DO ThHoTo, £io, TGase 1 OARFEIOALED T
JBEBEHIZ L > T Rk OS B AR A L5280 3 TITHESN TN,

3) vV DERIZED AL

BU 7V ORI LD AL BRI XS RO R A IR & SRR IR AN 5
RU, RV BRIE SRS D & 19 ANECIIRY 27U B8R IS 1R O AZE
BNHY, BT T BRI EL DB ANRELT D, SO R 2T BRI D5



T BB Y ATENIZEEFEL | EOMRRATRE T 57 DI AL BT LD
EHEE ST TS, MR AN TR B A2 &b 720 s A b A R 7)o DN

R BEEN ROND,

ERR BT B BR OIS LIR A L, OB ONELE 2T 20N O A EIEE .,
FHR L M OBAEROTE L DNFHEA) T, £ DD 92 DFFEIZ L > TRR D
IRZW R DT TERY, B OB AR Z (1O 55 3R Z 25700
[Vohwinkel JEBERE) ™| KLBEM: A4 (LM R 2 (D B CLEEEA THERLBE A4 BOiE 1, e
Ao RE—EUTEEI, &8 O, S D76 Tl dEAE R e Rk
LR LTS T 9

Suga HIX~¥TADOEY I BB ITANE B E LRERZR LR RO AZRAE AL,
AIEDET VB E DD LRI LIZ 0 ZO~TATIIREIEOAEILE, FlE
DANF AR OB DT SFRO DAL, SHIZYT AL R 7Y R AD N Rl
FINERBATY 7 F LTI Eh R Tz,
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