TEREEHR C o SNFA IR RDFAEIC.
KixMEPBZADREREELF CEH DI MEFVIOINIT I RH

BSULTVBCEZRR
[RAR)
SRR SR I E S S QA R B R R B E(CH T SRR RERED 1 OTY
(EREER 37).

SAFREIRELEEERE 24 fl(BARN) OEGTFEEBMEMSIBNZT o ER. BEEHT
[F—REANELEART 2 DD MEFVEIEF /NP N 2R DEENF V. ENDMYEUZ,.
SNFEERES R RBEOREIC. MEFVEGTF/NU7 DOBESHREINELE,

-MEFV BInFN\U7 BT INEMEBEMEEZEESECTUL T MEFV EFHEE5TIR
ERERZ N E U RRIBEDORFENFINE T,

€359

BHERZEEZLMERRE REROE)I MER(KULAD ZIF0Y)ERE. @EERFEKXR
ZREFZRMER RERIZESTFOML EXR(HIVE FTLEE. KM HB(IFVSE =2<
Y, B5EEER) EBERS ORI I —T O NRERESEOREREE L TFEL T MEFV &
EFEHRTHD THRELEL

NFEMRAEMEZEE (generalized pustular psoriasis: GPP) & RBREEEHICEFDEE
WEIHIL . BEMIRE  NERT D RICBFENNEEREEREERET(™ 1), BEIFBEAZS
HRDICHSNE T, HAEARNTITIEEHFD 1 DT EREZHONREETHY . B3 F
B EEBRESMIIFFEHIEN 2,000 ATY (HE EESHEE 5 3 FEFETHERS
). 2011 FIC IL36RNEGFN GPP OEEREELFEUTHREINTHA S, CNFKTICE
6 BEEOEGLCTFNEEREELTFEUTHREIN RERPENRLISEATVET . UL CN
SDELFIC/INUTIRERFEZRVWEBELEL SORBIREREELCTFMMERINTIHUL,

KERFETIV—TE. GPP £& 24 Fl(BERN) DEEIELRTF /N7 VMR ZITVWR U, TD
ER. GPP 2FEHTIEX, —MRAELLRT. 2 DD MEFV EIEFINUT7 M p.Arg202GIn*3
& p.Ser503Cys*) R DEENT VW ERDM FUTZ. NAU AT —L* S DIERRSY
INDBTHDNA) 20— RT D MEFVELFIIARNGESRIEEKE TH DR EMAE
BOEEEBEELTF T,

AARICKY . BHARAD GPP BZEZDK 21%H p.Arg202GIn Z. 3 13%h p.Ser503Cys
D MEFVELRFINIT7URZEFO>TVWBIENTEINKUEZ(K 2) . SEIDHEERN S MEFV
BLFEEZRFED GPP B& TR MEFV BF/NNIUPRDESTINA) 10T — LE
D RIERRZIERNE UM REREDBIENAF CEFT,
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1. B

B REIIEEDRIEMRERETY, GPP [FEED—ERICHIEBEINE T, GPP [FEFADE
AMEERRAREEICH T IERBAERANREED 1 DTUNEHHE 30 HARICHKRIETD
CENB VKBTI, ENTITIEEHRKED 1 DT BEEEZHONREETHY ., HH1 3 FEDE
EEFREZMIAMEFEREHN 2,000 ATY (L EESEE 50 3 FEEEITBHRSEM).
GPP DEETIE HRALEEICEHOEENHIIL. BEMREINZFHU(K 1) BIRAEERZE
FRICDEVIEVRTEFNZ<RONE T FBHRICEFEREICHOIBRIREERE ZRU. L
[FUIRHIREIR . BRI R Z EH T DI EEREHEICLVRICHICEDCEEHVET . HE
HBFICIE EERADKRREICH T ZHOEFHERNSEBRINIBEEZFHELVLET,
2011 FIC IL36RNELFH GPP OEEEEELCTFEHREINTHS, CNETICET6IEED
BIEF(IL36RN, CARDT4, AP153, SERPINA3, MPO, BTN3A3) WREREEEFEUL
THREINRERANRLZITEATVE T, LI CNSDEGFEEIC/INUT U RERTRL
BELEL TORDIEREEEELFNMERINTEF U

MEFV &aFIERNCBCRENKRE THDIFREMEMRBERADKREREELTF CTHY. /N1
AT —LDERY VINVBETHD N1 ETI—RUTVWET, RigtEdBE TS,
MEFV EEFICNIUTP ISR ET N IA IV —LEEDRENEETTHEL. LR
HRICHFPIRDEFT D (BEET D) EEZASNTLVET,

21/5



2. AR

ARRETIV—TIE. GPP £F 24 HI(BAN) Z2ENSKREL. BENERF/N)7 N ET
1TV BEERETO. MEFV B FINUT7 L EFDBEEE—MRAICHITDEEE LB UE U,
FDHRE.GPP BEERTIEX. 2 DD MEFV E=F /U7 (p.Arg202Gl*%2n &
P.Ser503Cys%3) ZHFDMENFVNCENRDMNI XU HAAD GPP £2&0DH 21%H
P.Arg202Gln Z. #913% M p.Ser503Cys D MEFVELFIN T IR EF>TVSZENT
INFELEE 2). IBIC. 2D 24 FlICinZ. ZDMOEEHRAEEZK T DIERETEERE (R
MR MR IRELE. FERMRRERERRE)ZMNZ = 34 HI(GPP24 #I+GPP LA DR
BERERSE 10 ) CEREROBIEIT>RECS. COEFATE, B0 2 DD MEFV EIE
FNUFPORZEFOEERSVWCENDNM XU, COMBBRZEEICAARIT I—TIE.
GPP O&EEREELFEL T MEFVEGTZHRATNH THRELE U, £/=. GPP LIS DE
HMEEEETR T EEEDRESEEREINELL,

— iz A GPPEEZA

p.Arg202GIn

EROBRETA | gus3cys

EROBASA
p-Arg202GIn p-Ser503Cys

#HOA .’éﬁ*))&

42

. SEROER

SEIDORRICLY. MEFV BaFREZRD GPP BE. /\MUIA12IY — LEREDRIE
BREDERBETD/REVTDIVY—O1F D 1815 —01F2 18 DELED LEFREDF
EANZZXLER T BAREEDNTREINK Uz, SOICSEIDMABRN S MEFVELFERZR
D GPP B&ETIK MEFV BIaFINUTPINDREST N1 I — LEEDRIER B2
B E UMREREDBEMENEITFINE T,
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4. FEEEHEA

X1 BIaF/NU7 U —#mIC DNA DIEEEFIDZEVDCETT HEo EEHEEDEL (—HREY
IR IBEACY (FFERY, wildtype) SIBREFEIINERDCEZRKRULET . M T UE EEDRERIC
2B EIFRYFE Ao

X2 EEMRE HERENRVDICEE SNZRENITFE o -RE T HEERE S MU XY, L)
NDPDIR"IEHEEE S 2HICERF oT=BMEK (F(CHFHEK) TR INEI N, GPP Tld. #
BEREENRVWCERENS I REICIFRERNEFY  BEMEREEERUE T,

%3 p.Arg202Gln: MEFV TO—RENDYVINIE, IN ) U TlE AROEFER (wildtype)
D7 /BEHIDHE. 202 EEDT7I/BIX. ZILFZU(Arg) TN, CONUTIRTIE T
WEZI(GIN)ICEND>TVWBRZEEZEKRUET,

%4 p.Ser503Cys:MEFVTIA—REINZYVINIE., N1 TIE AFRDEFER (wildtype)
D7 /BEESINDIFE. 506 EEHDT7I/EIL. ') (Ser) TIM, CONUTPIRTIE VR TA
J(CysS)ICEND>TVWBRZEEEHRUET,

%5 INANIADIIRI =L AT — LI —EDHRERY VINVBESARTSHY . BRIK
DREEOFEBEZTZ AL CEE L. RERISEEREUVE T BREREL T NMUIEWDS
VINDBERF DAV TSI LN AN A TS —LTY, N VISREDRERA P ER
ERAT D2 —DRRIREIEEB > TVWE T NI 1TSSV —AIMRRECERFDE
AZRHMUTCEE LU TNOZHRR T DIR<HEBDORIEZE=REZ L. £HRZTFUET UH UL /A
O DEBELGFERICKVBERIGRIENEL D& RA TR T T REEMEMAEZDOMIC
NI TS —LDBEFEMLICKVRIET DKEREBIIV<SDNMSNTUVET,

(FRXIEER]
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