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Molecular genetics of plectin—deficient epidermolysis bullosa and identification of
IgA and IgE autoantibodies in anti—laminin 332 mucous membrane pemphigoid
(7 V7 F o R BOKIIIE O 53 T 1B AR RN 6 L USRS RIE 8 0T < =2
3321gA - IgE H CHURIRIE)

WFZ2 1. Molecular genetics of plectin—deficient epidermolysis bullosa (7L 7 F . /K48
TR B KHIIE D 43 F- 1B AR HIRAT)

[T5E & AR] L7 Fo0d, RO rod domain % N R & C KD globular domain 3%+
FIRI AT | M2 7 L~ OVERIEE Z T D MIEE ) VW —EATH Y | K& - W - b
BRIILD L LIa RS TRIAL TS, L7 F TR OEA L & BT, rod domain
MERDTZ rodless L7 FUNBIRMA T TA U I Ko TELDLZ ENAMBNTEY  E
R CIERAHIE & A CORBANRE SN TN D, 20 rod domain i, 7L 7 F LV BE T
(PLECI) =27 V2 31ICk»Ta—RENTWA. PLECI DREIGFERIT, i A bn 71—
A ORI BKIESE (EBS-MD) & AP PASH G OFFL R BOKHESE (EBS-PA) &5 ZoD 572 5 FREK
ROEZSIER T, LLARRS, PLECIZERIZE > T, 2 ZO0WMRAE L 205 TV
RN ARFED BRI, PLECI ZERIZ X - THA U D D OEFIKBIEDFFRLIZ D THifE % fit i
T5ZEThD.

(%655 & 5ik] PLECI ERNFEIE STV D 6 AD EBS-MD, 3 A D EBS-PA B R ik % fiebT
L7z, L7 F 0O NREGHE, rod ik, ¢ REGFEEO T EHITHT 252 VT, 40t
PURECRE RGO T L 7 F o ORB AT - WL E LTZ. F7-. EBS-MD 35 Hkh;
FARAELERIN & EBS-PA HR KM D 7 L 7 F U RBL Y — NZDONW T, TRENOHHIRE
HpE T 0y METHNTT 5 & & HI2, RT-PCR TmRNA L UL DFEHUZHOWT H G LT,
[F55] fighir L7z 9 S 1D 5 B, EBS-MD @ 2 SEBIIHHL O PLECI 2584 H L Tz, dLHik
HEORRE, EBS-PA B TIX, L7 F o OT R TOMEIBIT OV THREDEIT~HL L T
7. ZAUTHF LT EBS-MD BZJE Ak ik, N R & C ARIHDIEBUIINGT L7225 IR TV
25, rod domain OFBUTIFIFVHE L Tz, HE 7 = v k& RT-PCR OFER, IEF & MERKEHE
fuCix, 2RO T L7 F L rodless 7L 7 F UM BL LTz, ZHISHE LT EBS-MD H 3k
HESFMII CIZERE DO 7 L7 F U NHL L, rodless 7L 7 F o DBNFEBL L TV /=, EBS-PA Hik

i
EARHIE I, £F. rodless L7 F o & HITIRIEHE L TUE.



[%?]ﬁﬁ”@%ﬁ T, 1F & A EDEBS-MD D BE T PLECI ZERN rod fHIKZ 22— R4+ 5>
V3RO b, ZEBS-PA TlE=2 VY 31 UADELICEREZFFOZ ENZ N E N HF
%k—ﬁ#é.m&%%@fva%y@%ﬁmomfﬁﬁbt & DL TiE, rod domain (25t
THHENEICHN LN TV 2R L rodless 7 L7 F U DFELEICOWTHBIT S Z &2
TERMpoTo. Lin LMD AL TIE N K, C Kinz2 @ik T 29k L b TS Z & T,

BRI E T 0y MEICTRE L rodless P L7 F U ORBEMNTHZ LN TE-. 72
B rodless 7L 7 F U DHANRRIALTWD EHUA M7 4 —%2E50F L. 2F L rodless 7L 7
FUNEBICRELTND EWMPASIEZ AT 500 E WV o iE /e A I = X AT S TE
LT, SHROBEL D,

[#&5@] EBS-MD TiX, REOT L7 F UIHBL L TRV, rodless 'L 7 F U OFBLINRTZ
NTW5. ZHTx LT, EBS-PA Tid4fE. rodless 7L 7 F o & HICERITHT~H&L L TV
2.

WF72 2. Identification of IgA and IgE autoantibodies in anti—laminin 332 mucous membrane
pemphigoid CHEEERIEIEBE OHLT I =2 3321gA - 1gE B CHUKIRE)

[ BAIHTT < = 332 BURBE g 13 ABMEICROE T~ 2 /i 72 B Qe KEIE TH 5.
BEMEFOT I =2 332 12k9 5 Ie6 HURICOWT, ZHE TIBIICEH S TWE R, 7
=332 12kF T B Tgh HURSC 1gE HURDAFEIZ DV TIEE H LTV, AHFZE 2 Tl $17
I = 332 BUKE R REIE R Mg TPIC 7 2 =332 EHEA T D Teh £ [eB PURDFIET D
NEMHTLZETHD.

[xt5: & J5ik] TR 4 SO FEHER 72 Uiz 4 NOBHE MIE & &M Z I Lz, (1) R %
FL LTEREFARENRBO DD, (2) B BF MMk O F B IEERIZ BT in vivo T Ig6 DL
ENFEA SN TS, ) BREMFTIC, IMNaCl BRER AR (split-skin) OEFRME G
T2 1g6 AN ET 5. (4) BEMETIZRD Hie 166 A CPiifix, BRIk E V=&
BE7ry NTVIL A a5 —5 0 (290kDa) 07 X =2 v 1(200kDa) DEH &S LRW. 7=V
332 1Zx9 % 1gG/1gA/1gE M HHURITSREE 7 = M THNT LT,

[FER] 4 A\oBEMENS, ThEhT7I=3320v2, a3/y2, a3, a3/B3/y2H7
=y MIXT 5 1g6 HOHAEMRIHENTZ. 4 A\OBEDI B 14051F, 7I=23320D
3/B3/y2HTa=y MIXtT D Igh HOHUEBRE SN, o, 4 NAOBFEDHIHL 141D
Ey2 7=y MK D 1gE HOHE B Sz,

[Z22] AKHEPEFREIE 72 & O B CAE AR Tk, 16 B CHURDIENBE MIER T
B2 BEJE RS AR BN SUG T2 TgA FUIRRR TgE HUADBFAET 2 Z &b TV 5. ABFFEIC &
STH T I =2 332 BB REIE CH 196 H OHURDITZNIT, TgA HUiR° TeE HrikD it &
DT ENGEHE N, L Len D, RHEND [gh iR IgE LR ORNERIIFAHATH 5.
[Ffim] —#oHT I =2 332 ALKEEE RARDE B Cld, TG Ak & & biT, 7 I=1332
(ZRT % Tgh & TgE HUARFIE SN D.



