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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
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WF32 1. Molecular genetics of plectin-deficient epidermolysis bullosa (L7 F . ki
Bl B KTRAE D 5 T BB FROAFAT)

[(FEEHM] Vv 7F o0, RO rod domain Z Nk L C KD globular domain 23FH
FrukRZGALe, RIER Y L AVIREELR ETOMBREE ) v —BAETHY . KE - A - Hik
FEIIUDHE L RBSECRELTCWS., TVIZFUCRLEEDER L L HIZ, rod domain
RPN rodless VI FURBRMATIIA L TICE-sTAELBZ EXALNTED. &
FCIIREME L R TOREARRE SN TS, 2D rod domain ix, V7 FUEE&EF
(PLECI) D=7V 3lIC&k»Ta—RENTW3S, PLECI DEBEEFERITZ. YR a7 4—
A OHRIRBIKIE (EBS-MD) L HIPAPASAE OFRURBZAIESE (EBS-PA) &5 oD RZRBZREK
BEZSIEREIT. LrLRBL, PLECIERIZE>T, REZOSOOKRENBEL 0O T
VS, AR B AL, PLECI ERIZ X o TA U B Z > OREABEDOREN DV TRIE L fiRHA
THZLETHS.

[xtg & Hik] PLECIERMBRIE STV 6 AD EBS-MD, 3 A EBS-PA B R MK % f@tr
Liz. Vv 2 F 0O NKRRERK, rod i, CRBEBOENLEIIXT HHEEZAVT, 8
HEECBREREREDO TV I F U ORBNRF— V2R LMNE Lz, ¥, EBS-MD A& Mtk
RAMESFARIT & BBS-PA BSREAMBD S Vo FUREY — U ZOWT, EREhOMIHKRE
T ay METHE TS L L b2, RT-PCR TmRNA L~ULDRBIZOWTHRE L.
[#ER] AT L7z 9 SEGID 5 6, EBS-MD @ 2 SEGIIHTR O PLECIER %H LT\, #YEhik
WEORER., EBS-PA KEHEETIZ, 7L 7 Fr 0T N TOREBIC OV TREASEH~HEL TV
7o Zhickt LT EBS-MD &AM Tid, NRMRE CHRMORBIEIIHEIE L 2A b bR T
P8, rod domain DFEBUTITITHE L Tz, %FET vy b & RT-PCR OFER. EF b MRHEIER
TiX, @EDT VI F L rodless V7 FURREE LT, Zhizxh LT EBS-MD B i
MR TIZIERO T V7 F U BHBER L, rodless L7 FrORHBFEE L TV =, EBS-PA B3k
KM T, 2. rodless 7L 27 F & HITIFEHEE LTWE. '
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[BE) AFROFRFERIT. 1L A LD EBS-MD ODBE T PLECI RN rod HliZ 2 — RT3
V3L IR b, WITEBS-PA TIZ= 7 Vv 31 USNDBMICERE SO ENBNE NI E
EKL—HETD. BBSBEOT VI FUORBRIZHOVWTHRHF LEZBEDHRE T, rod domain 12kt
FTAFREBECRAWONL TV . £R L rodless L7 F U DIFEEIZOWTHBIT S = & 43
TERMPoT. LM LRRD, RFR TN KR, CRIBZFERT KL AbETHES = & T,
WMAFEE L RE T v MEIZT2EL rodless V7 FUORBREBIT T2 LN TEE. 12
¥ rodless VI FUDHNRRBE LTI LEHPRA a7 4 —2E&H L. 2F L rodless 7L 2
FrREBIERKBLTVS LMMARAEERZ A L0 Vo R A =X MIMA I TE
LY, SHROMBELLRS.

[#7] EBS-MD TiZ. RO VI F U IXRB L TWRWA, rodless 7L 7 F L ORBIMET
T35, Zhizxt LT, EBS-PA TiX& &, rodless L7 F & HICERITETHT~HEL LTV
5.

%% 2. Identification of IgA and IgE autoantibodies in anti~laminin 332 mucous membrane
pemphigoid (KEAEIFEREEBE OHLT I = 3321gA + IgE B CHARE)

(B2l BNHT I =2 332 BUMBEERAE T BEICRET 2R B CHREMKEETHS.
BEMFEFOT I =2 3321250F 3 g6 Az oNT, ZThECIHRMICERENTWVWAR, 5
=2 33212k B TgA iR [gE FUERDFEIEIZOWTIZA L TWRV., ABFZE 2 Tit, 515
IV R AR KR REMIERICT I =332 LIEAT B TeA 7013 [eE FUENTRET S
EMEATLHZ L THS.

[t L FIE] TRRD 4 ODEEEFH Uiz 4 AOBEME L REHEEEZER L. (1) kEr
FELTRETAEEBOOND. (2) BEREHEMOREEEBICI\VT in vivo T Ig6 DIk
EVERAINTWS. Q)BEFMIEPIC, IMNaCl NBERE AKRE (split-skin) OEEM & KRS
5 Ie6 A FET S, (DBEFLFERICED bz Ie6 HOHAEE, BERMHEEZAVv-f
BTy PTVII B aZ—5 2 (290kDa) T 2 =2y 1(200kDa) DBER & RIS LRV, T I =2
332 12T 5 1eG/IgA/1eE M HFITHRE T 0 v M THIT L.

[BR] 4 N\OBERLEND, TNFNRTI= 382D y2 a3/v2, a3, a3/B3/y2¥%7
2=y MIRT 2 1g6 BEFAERRE SR, s A\OBEDOS L 1471513, 5I=23320a
3/B3/v2Y¥Ta=y MIXT 5 IeA EEHEPREEIN. /2, 4 A\OBED S H 1405
Fy2 ¥ 7=y MIxT 5 IgE BOHRARBRE Sz,

[BL] AEEEXERE R E OO B CaEtKERE T, 16 BonEFoiE,icBEniEFH
REEEBRBREBICKIGT 5 IeA BiEP [gE FUAREETZ Z LB T3, AFEIC &
S THT L= 332 RKBERAE T 16 B OHADIZNIZ, TeA HilE=e I ABRBRH Sh
HTEMBFEERA SN, LALARRL, REHEND [gA il [eE ORI ERIITHATH 5.

(#EaR] —8 0BT X = 332 BUKBEERAEBRE Tid. leC HTHEAL L bz, $I=2332
X135 IgA & IgE FilkBRBE NS,
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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

(FV o F Vv RIBRERAKBED S FEZFENBERB LV
HEMERIGERZ O T I = 332IgA - IgE HOHERE)

/i)

% —E D Molecular genetics of plectin-deficient epidermolysis bullosa ('L 7 /&
BEIR B AKBEIEO 7 FREFHRENT) Tk, 7V FroERICE-TELDZ>DER
HREKBIE, HiPRA a7 —&HRREAKEE (EBS-MD) & #FEAHAEHHRIR KR K
fafiE (EBS-PA) DORAEEWFOMEAIZOVWTORRANENER SN, I EIERBERE,
DFEYENRFEEZAVERER.EBS-MD Tl 2RO L7 FUFEE L TWORWA,
rodless 7'V 7 F U DREBRBRIZN Tz, ZTHIZH LT, EBS-PA Tix£eE. rodless 7L
JF L BICERICEB~HEEL TWAZ EBALNI R EVIRNETH- T,

FAETiZ, EBS-MD OERICOVWTERDNUEIC L » TEROEEEN R 50 EMb
iz, BREPDHLIZEROMBIZ L > THEEROEBESH VA ba 7 4 —ORERHN
BippLnWHEENE LN, 72, EBS-PA IZBWTHPI R 2 AT D L v 5 SRS
bhie, THIRHLTIE, TV F ey VORRENEAOREICEETHS &
WoORE, HPBRHEILEDI B TRLBEWEZATHY, HILEREDOEEY L KRR
BHEMLZE S LTHMAREAET A E WV IBRD - OBRBRENOBN Sz, EBS-MD &
EBS-PA OBRMFSFEIZOWVWTHERMR H -7, EBS-MD TRRHFELIBETEFTII L
BEND, BERHPEINDZ LICL > THERLIZME-> TEL T & Vol Z & ARFHHA
Sz, E7=, EBS-PA TiXEMRASIC T 2ARMREEZHEL TH, A% 1 FLUNIZE
TLTLEYEFMPBIZEALTHD LEBRENORIZERDH T, EBS-PAD S b, i@t L7z
1 EFITRDODENTWVWERAT T A ZAHMNERIZOWT, mRNA 2T L7z Z AL Ohn
O _RBEOEEEYPRRBO N E VW) RIZOWTERIR Do Tz, BEENDIT, HZA
FHEOEEMENS mRNA Z#iH L. RT-PCR L T cDNA 2{ERR L7z D HBIZE R %
BIESEEbD2 TA 7 u—= T LERBRTHA LHBARD -, TAZ7 n—=V
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TTE0IEEDIu— Vv EEBRLTY— 4V ALERR, —BEOREERRBELNI- L5
Bani, L7 FroificonTT—F_X—X L TRRTELDOBNS2bABND
LW EIOWTERR o7z, BEEX, LI F D N RKBZCOWTIIHLRRTS
AZARY T U IRHBERERDHY ., B2 v MR TR 0 BBEES OLOPEHINT
WaZ EEREZELE,

# "B Identification of IgA and IgE autoantibodies in anti-laminin 332 mucous
membrane pemphigoid (KEEREEEEOH T I = 332IgA - IgE B OHERE) T
i, —EoHT I = 332 BB XEERE TIX, IgG BEHAE L & blz, 93I=1332
W45 IgA & IgE FIERRIEEND Z EBREHENZE VI RBDRKRTH o7,

EETIIREShE IgA, IgE B ORAEORHEZRICOW TR, BREN LI,
SEIOFETIIVELRUEBERIIA LN L 267, BERERE OHBIZOWTHIZ- &Y
LRWEWIEIETH-Tz, FDOL D RFERZ LNVITRUERSNEBHRAINEINENIAD
Bbhiz, T LTHRRERX, BELENDS IgA R IgE ZHH LT, ZhE~v R
FOEREBMEESL, t PORBORBFANRBERININEZEET D L) REBRBRNE
HELTWD ERIZ LT, ,

CORITIT. BE, ELELBDIKRBOREAI=XLEHLNCT2EERFTHH»
DERBELEZEVOERATELTMIN., §%OX LR DMEMHASCIRRIEDORRE 2 LI
ORNBE—HL 2B LPHFEIND,

BEE—FIX., ThoDORREEEFHEL. KFRRBICBT 2HHECIERMZ ED
e AN EL (BEF) OFUEZITADI+SREREETHILDLHE LK,
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