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Abstract /NEOERS - MEEZETERRAEERLY, BREZELEL - 2NERE

PEMICHT AT LAY —BRES, 1Y CUBEREOBEN SV, FL, BRSO REE

L EtEE e LT, NS, aEusms, 24y > [25) 53 FE) HR S RE 4R

I NLRC4 RMEICIBTILENHD. ThSNEOBRE - MBS * & <

EEEL, BoERSCENEETAHMEGEMERRBERBICEL (BTS2 ET, BE
ER{EPESHEERRICBHCIEHNEETHS.

M B RRIE P VR SRR O MIEA B VA L I

Lo N, ANEREL T VIV F-ERE, a0
H A e R & S O BIRIS B A A K4 ¥ WHES 7 EOMENT VS L IRET Y. Fh |
2018V1c & A k., HRIEIRIWE, Tabbilii® HA KT A AZECHR o & Bt (5P i e i
S B - PR A 0 B o) 15 A I 1 (hereditary angioedema : HAE), @GRS '
L, % I3EAEMES JEEsn, [l O (urticaria pigmentosa : UP), # U € il %
BIAELT, HAVIHRIC, KM v LR FEL ) i 1% (cryopyrin-associated periodic syn- I
DT L e LABBYRIE, i T’Iz drome : CAPS) &, MfEHACHKERED 1oL |
Wik s iR s T s, RN, L CHEsfeE 21172 NLRCA HHESL, NED :
W FERRIE b R RE IR AN AP -5 %wk SEIRIE - MR IRIE & SR & B A M ETERE L
79 VF =AW T OB, HIFE I LCEETHS. :
O RO BERIZ I - T, H DWW IEHMEIZ ; ‘
FTADIH L, B TR AN RAENED HRRIZ WS - ISR f
Bk v, WY AR ICIEHB IS TR {2 ORHEIZOWT, BEOFERHERN A
it bh D SNTHEMEED 1 2 THLH, » FEOIZIBLL, oo S EREMBLIALIL, HDHW k
LOLHIIMBLEWHBORTEHIZEBIHTEL 1 2~3 H s L CEHRICHBT B, BIBEOKRE A
Twae, HbhELLRIZEELZLENHS. SR, ol IEHA T BOEME, - EBARERTEC
HAFF4 ISR ENTWSHERE - IEHEF Bl o/ BoEE, e L TBEERIIERT S ]
fiod F 7z 91 (& 1) 12i o 'C.“iiéi%%*jﬁi&‘)ﬁb“. /I SR O IEMRET A 2 LBV, HBLIK - B 3
BOIEFRSE - AR OZHRICH > TIE, 18 OB MBI L LA EnE SND.
WeAMICER, TAREBEIOLIICHET S
* Nobuo KANAZAWA, T663-8501 1% li s IR RN T4 Tl 7 <, BLH L Lo IR %
JET 1-1  SRMEEERN A e M B s, ERdUR BITTHBIT LI L%, BELTHH 68
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£ 1 HEE &R0 F 72 % A6 5

1. $5SEOFEFRIZ spontancous urticaria

7 L LA~ OBEARE allergic urticaria

. BT LI —{EOBERZ non-allergic urlicaria

Oy B WP —

o

. OV 2 ERE cholinergic urlicaria

4 7. {BMBFEZ contact urticaria

L MR angioedema

1 i oD BT RS idiopathic angioedema

V. IFFEMEEE uriicaria associated diseases
. BEZEMER urticaral vasculitis
2. BEEEAVE urticaria pigmentosa

drome

. 2MERE acute spontaneous urticaria (FE 6 BREILIF)
2. 1@ EERE chronic spontaneous urticaria (FEAE 6 BRILIL)
. FMEEHROBEREEEIHEOLAFICEYREBEIERT S I &N TESEME)inducible urticaria

EWMIREWERERE 7 77 1 54 L — lood-dependent exercise-induced anaphylaxis

72 o BRRE CRAEIC LD ERE) aspirin-induced urticaria(urlicaria due to intolerance)

iR WS physical urticaria (145 8 472 mechanical urticaria, Z5®FFE cold urticaria, BF¢EHZ solar urticaria,
=g S heat urticaria, MBIV T EFE delayed pressure urticaria, H¥HHZ aguagenic urticaria)

(i

2, TSRO ME M inducible angloedema (JEE) I E45EME vibratory angioedema &)
3. 7o F I A aomEETM bradykinin medialed angioedema

4, B{EME I ENFM hereditary angioedema (HAE)

3. Schnitzler FFERBIUY A »EBEEIAE @8 Schnitzler syndrome and cryopyrin-associated periodic syn-

L DM % b 0 2 SRS, 6 MR A R
 THEET B b O R WPEIRRESS LIER, SE 0K
 RELHETE LT, B0 E2 Y, #HY - A b
L AR kAR D, dulilER LB, 7L
U F—PEERBENG, SEIPEALRE, WEh L. S50
USRI B TR, Bk, episodic
~ angioedema with eosinophilia 7 & 0§55l 742 %
iz,

1. AMEBRS

L NETIE L 2 APIIRETT 2 BAERRE S
(L FOEEDL B A R eI S e &
- DEYGER SR & UTHE L, SR A B BRI
¢ % CRP LA EEMS. BIHC X ) BIGEHE
L e UEEIRE SR A 2 & T, e TR
LT s A A, RESe o REHI T & 2B S 3
ANARHEHOWHEELH Y, EETETS.
FRMFICHEEA VWA TY, Wi Ay 3
YEEOWNMRIEEC L D 1 2B DI RS S FD
Sk sha?,

2. BMERE

L DETEMTHY, @R Ry I HEON
RS & D R THIET LSV E S5,
B oWE, 12K EOSEFICA <) X< 7 HHl

HWHETH 5.
HHFERBEOBRFZ - MEETRE

Wledtliis X AT 0 A4 FARPUAEAESE (non-
steroidal anti-inflammatory drugs : NSAIDs) &
Lo LT AHA O], PERYIEOR & R
Ol d A Id A o 72 & R IZEIEHER
ENDLOF V. BEOMIRIZHERE ORI
Lo TR DA FERIZFERY TA~OBREEE
WAL, R9B 8 & B R LA
(MRS 5. EEOMBUEEL, Biicl-T
1 HICWESETAZ Lo dhiE, BHILE
PAMBEHLZVWZELH S,

1. ZULX—MOEMKS - MEMHZIE

METIE, fEWICHT 5T L F—EOERRE
D&% AR HNS, FIRL 2 FIGE D, 5 2 KR
PR, A th o 3ERRE,  BIRLRR A R IR 2
BLL., kXIS, BLEsEIR, mERr
PR EEENTF T4 I F a2
HIENHDH, KR E & DR RN 2 55 R
BEOFERIZE - TRLY, FLEM D 5L
BWTIT FE—EEMEICEIT A2H2% <.
LI CIEap & 45, YR TIAIPR RO
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g, RMB R EBELRT LY 2 ERDDIIH
L. MBI BV TR T P E—E N RO
L EMRE <, R, PR, Ro%E MR
ERTLAFELTELALRS (F2)Y. £
FoHERIHLAREIS 2 5 &, ik § 5 SRR )
KT+ 7 4 9 ¥ v —(food-dependent exer-
cise-induced anaphylaxis : FDEIA) =2, {Ef7 L
N F— E DIRFERIN & A LIET LV ¥ —fEER
(oral allergy syndrome : QOAS) 72 & D45k 72 i Y
DOWENHEA D, &b, JLRMOERETLVLLVY
YThHhAHMEEHLIIOVTI, ERMETICE
AN & T B A% BRBLERICRHEE 25
fodpd, Aodz, Rip, WE, SER ST
RiEE s i shs,

o5 7 L v F-HERES DI
MR AR X AFERW IgE BidE, SV v s T
AN EDEMT AN, WO R (oral
food challenge : OFC) %z W2 X W K & 2 5 &£
WS AN, WRE L ONEPRAHEETE S
DX OFC L hnwI E IR ET 2LEND L.
CAP-RAST 2B W T, M4 Clatfesi
LR R O —FoRAS Y, ADNERKE TR
WIEHRISNTE Y, BRI ERER L —
HLAWHE I ELRBRE TV, LEITE
LT OFC 2 #%E7 5.

BESHOKIE, ELWBINCEITWRLE
NROBEREYORETHD, OO
OFC 7 X102 & 0 KR fT 2 £ 500 2 i % fifi
L, RetRMMTE LM TORME KT

(%) | (55.6) (34.5) (32.5) 1.5) a7.1)
24 4, RIPIA FaERS BT INE
@) | @7.3) (14.5) (14.9) (15.9) (16.2)
34y INE KOS | ERE | AORSR B
%) | (12.2) (13.8) (12.7) (14.6) (14.5)
419 - 4x =P el INE R
(%) 8.7) (9.8) (8.9) (12.8)
5 fi B P BT T *3
(%) 6.7) 6.0) (5.3) 9. 4)

H, BWT UL =BT A FF4 22021 T,
— TR BT AR ORI IIERE S R Tuwh
W,

2. BMEENENSBEET 74 7F% 2 —

(FDEIA)

TEWT L IVF—-ONRITH Y, I P,
50K S HUU B L AR O, SR JE A T
04 FRIIELE ORI & - T, alih % S
EhhvkifftoZhaisuREhTr L
F—FglZRITEEZEIONTWA., £EAY
I 60 A AP B 2 M LT YD, S612
30 LA, EEFRIB LHE TR, WEGITIRIE, 03
W B3 R 0 7 & 0 WP i R S0 s, ML 7 & DT
Ltk E B L, 252y a v 7 & ko TR
SedhrZ LT Ry, FHEEWE LT
LHBESL WA, Ry v kY
A AN oY AT

R E i A I AL, SRR 2~ 4 IR (] 4 )
T AL IREL, EREBRICHATT FL
+) v HOEH AT s, G E T A
A4 IVFIEOWTHEST S, R BNT
1, FELHANOHBERLAWRTHS.

3. 3V MBS

HEY R A, SRV R/ ER O, R
AR RAE R L B RO PLIREEDS LAY TR
M LI BRI X D ERER, HEAIDDLEY
¥y, FoFr Lk sme o T &
mm FLEEO SR ORLEE - WSS RIS B
L, BESLITEOMEEEELEI L HD
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'i€ 3 #‘iﬂﬂ‘:# &EEH%E”T%;WKGEF‘?
T [ wmr [mmawr
ﬁ%%mﬁﬁﬁ" HAE 1 =7 (oERPING)
HAE II &
CI-INH IE% HAE HAE Il BY NIEF F12
{(HAENCDH T=as PG
T EFRALF -1 | ANGPTT
FZ /9 KNG
iyt iohng 152 RS RE A AEIE (CM) BIEEERE (UP) conz KIT
£ BE A B Aa Al
V& A RMBICAHRE
2 Sk BESHEBASE (SM)
gé ;ﬁ ?ﬁfg‘:}é {/Cﬁ%i% FEN IS B CRIE M EREE (FCAS) r(\fgt_ﬁf% _—— NLRP3
R Muckle-Wells FEf2 8% (MWS)
4 REEESRE R NEEES (NOMID) /181E3
RN R B (C!NCA)F@ET
NLRCA ZHEIE FEGESB D HELERE 4(FCAS4) NLRC4 NLRC4
Autoinflammation with infantile enterocolitis (AIFEC)
IRENMEEATE - MEBEVEENE Adhesion G protein— | ADGREZ
coupled receptor 2 ;

A5, IR S 2 RERIIICHRT A AR
PHEERANHFTEL, BB O ADEREMI A%
A5 WU, o F v, Wl PR, B,
T, MEMT, Savshlkr&ioTiidsld
B BITFREENE HEE AR ABRRET
(A2 X9 NS5 2 & THRIZOREIR
AT S 0T HEYED D B 2%, HERENHIEILT S
T, MMEFEANTETIER ST
MbdHh, mHIZEWTHL. ) APEHRER
JED I T LV -1, B8 Wi
3D S, FRISRFED 25% LA EOFEIF IR

R B AR TRERE B K1k A O M
(acquired idiopathic generalized anhidrosis :
AIGA) B3 4%, w¥Fh bt A ¥ 3 23N
Mt & % @GR L 2 B A%, AIGA 12k LTI
AFO4 KXV ALIFhRA.

B - MEEZIE &35 & B9 28 EMRR

AR TS 2B ENREERIICT LD
HAE®DIZE A EIECL 4 e ¥ ¥ —(Cl inhibi-
tor : CI-INH) % 23— F9 % CINH B{EFERI
LB MEPERI AR R RETH D, SRR IZIERE

B iBWRIC X D RIS L EEdric M
A7 Mi4E, C1-INH D4 % 11#19&0\ HAE &Y
DFEFRIH e /IZTOERMRESH, FEy
Tl > TW AW, UP % & & NE i A g 5 13
KIT JLHI: T O BB B A L Z RA IR TS
B, M RGN BV CTAERMIL o KIT % 5%
LMEENTWDLY, CAPSIRA ¥ 797V —4
YR VREIC L S HENER CRENRED L
Tt dh & (RSN T WAL, RI1dh B IERE
W T TR ) r”“ﬁ*‘l Hih L 2w & IS 7
I g4 P=y AR BOEA AT B,
NLRC4 HAEIZHBWT {\ CAPS DRERTH %
F Ak IE T B O JE PEE % B (familial cold auto-
inflammatory syndrome : FCAS) O#i#gi i & L
TOFRMHMPEE N TV AHY, S 5|2k, IRE)
HERRIE - AT 0 5 R O R E T 2
BN, RKIZFEHEA O YA MR
M - HERRSE OREFIATE D W REMEN H D

1. R EEFHE (HAE)

HAE(OMIM#106100) (&, HF % Ao R0 T
MOMERHIZ LD, Sh S OHBRO P2 7 AE
PRI D B3 e W et AR R EMER BT S
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XIaEF |

| Cigrsc2acab

ET = xaEF

| TG AL e HUGLAY |

EMR

O]

[EaFE= 5

C4 DFERIVREHESND.

B0 74 vrEE OO R E o AR
BOREO O L 19 MR B A1 5 A% A & 7%
%4 C1-INH @Ko 5 £ it 1960 FAIC 4 » Th
5TdhAH. MO ILEEOFMIEL D HEL
Frwe L, DURE, i, ARE A Yol Lo T
H by S s, FRICHRES LU EAGED
MEALiZ e dr 2 F o hEtEAsd b, SRS AL
Wrhd, WEEMICEAhESR, B, TH%
P A S PENE & B S, YHRGIZ B S
naZ kbbb S5, BUAMEMEIZ LD FHL
RN D L, BEOHES A-THHOE
BH L ZORKEOEFOAVREDbNL

HAE (&, C1-INH O #B i L iEIC L - T3 2
Dy A4 T7ICaEEnhs, [RTIR Cl-INH D%
Bt LA E DICIET L, HAE 2o 85%
[ B¢l C1-INH o s3atid b s i 7z
X EAHT AL IEMEET 2888, R0 Dy 15% 122
b, EB60%47Y, CINH(SERPINGI &
LIE N A) M T-OATFOFEEERIZL - TH]
xRZsh, CI-INHERONTORELG Sk
4. IhECICEE S A 200 DL oy R

’\‘ |}'1 N5,

B 1. HAE ORIERR
CI-INH »{ER 2 OTiRY. CI-INHDETIZLY,

HiiERIcBWTIE

HAEnCI @i & % 5 51 % RFTHAL

RN, CI-INHOEAKTZISREITX
BeEk I AH T B, CI-INH @737 7 —Hiii
SRR MR ERS I E PS5, —J7, Cl-
NHm%ﬂﬂ%ﬁ%ﬁm%#HAHMﬂOMN
#610618) 13T, HICBRE S LS. 2006 412
FIZ2BEETONT I ALy ZAZERD, F
A wE79y AOFERTRIESNLY. ok
MR AR, F= RIS L, A b
2 & o THIE S 405 XTHR F (Hageman K &
LHIFEN D) DM E RO DH I EAREINTWVS,
X512, WEAHO CI-INH iftE % HAE(HAE
with normal activity of C1-INH : HAEnCI) ®%
T, 2018 SRR RICHD D TIT A/
i % Pk & W %
a—F9v5 ANGPTI,

RiZBW
¥v%3a—¥¥3 PLG.
FTyvF¥tRIzF-1%
W9 FEICF =257 »-1 #a— K75 KNGI &=
Flo - B R S

Cl-INH li. ) r7aFT—H¥HA s —
(serine protease inhibitor : SERPIN) 7 7 3 ') —
IR AMMEEEETH D, WK, AR (=
-h ) s LA R, BERB X UHIEROBK

i
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DATy TTHHRET L LT (B 1). it
123414 CI-INH RZ 2 C4 iz &7 L
HAE Ol L EETHAH. —J, HAE OHRHAEIC
B¥F=r-sY 2L 4 RICBITACI-INHRZ
NEETHD., MMHFETLHY 7 LA »dEE
(s AR G W B | K R CA R oY (N E i
WA BT BT T VR OBBAFEIIOTRD
5. ERHZHAE B#Ei2BWT, B{EPICmEE 7
SR VRERERATAILWRINTVS.
HAE O it) 2 Az id, BREamHe ElE X
U EMO Vit h b, BHEREONG. 2
MFaAFa4 FLIER7) XL IETHD.
R & LTl e CI-INH BRI O HiFEA A
WThHAH. BRI HEEAFE ML MEH IS
A5, RAEEREALEEE ) A7 HH D HEICERT
HUENDH L, Wk, BIRWT7IVHF=2 B2%
BHREHETH L 4 HF 30 bHTRE SN, T

LIRIEMRICHOI ST A2 &Rk o7, h
FHLEE R BRI OB TR0 72010, i3Sk
C1-INH Bl oA KR Sz, BT
bR LEREANLEVE PR INT
Bt HOR, RECIAY 2 LA yHEAORD R
FSNAYy bEWAY) 2 LA YHAEOT STV
THRKPES N, FHEATHDS

2. BEdmHiaE

T i A e i (OMITM #154800) 1, 2 i 12 BisE 3
Z 1 1 I a2 A€ (cutaneous mastocytosis : CM)
L AR A3 3 B 4 B PENL iR E (systemic
mastocytosis : SM)IZKE (s, CM i3
512 UP, M IRREHIANG & O F A CM 12504
S5, CM AR 6 2 H#GLLND /ARIZE <
Ao, FOIEE A CIEBARHN HRICHRY
AH5, 30~40 DR AI L A s TOHER
SMUCHETT % ) A 2 A%es < (L LIEiGHIE
A e 22y s2 bbb UPHHCMOD
BTG E AL N, ROBERREE 721 T
BEARL, MERAI IR AT T B YO AL
AN KA O IR & B0 5. WA T <
& s e % B ek U SR TN 7 T ik & BB RIS &

25

Pl &E 3 EGIE &) B & T, BRI
PBAIHIC Lo THFIERZ SN, UPDEZRTIC
&io.mb.&WMﬁmMMuﬁﬁimn%h
AABERmME SNz HRETH LD, T
AE CM I AR R A3 4 £y Lo B L CTHRLEZIE % &2
TH5LDT, WINDLIEFKIIHMTHS. CMIZE
W, R E 2 BREENCAGEANR B S )
TEtED D b, B RN & O E Atk CM
ICECRSNA, E6IC, HEHIa 6D X7 4
T— & — OB RS & o T, WM, deqh

FOERRRERL, THF74 7% v—L2bHZ
Y AHroT, HEEEPETSL. —F, SM TR

L LS R REIRAS A BB A5, & DAFFE
BHLAEBRELHERITHAT LERETS
=3 (-

CM @ JHEE LT, KIT M5 T oy
FEASHTLE R N O MR iR H B A%, Al
AR ZERTH D, M E 2EEHTERS
v, KITHa— K354 CDIT I, B
&t FEH S AT R e BRI T-Tdh B stem cell
factor (SCF) DEFMTH ), LHEMEF 0¥
FP—XrLTWML. fd MMk KITERT
&5 p.D8I6V iE, HEA SM HERI O 90% LA FIZFEY
SNAdIzx L, ECM BEIZBWTIEM 1/3
LA LT, TR OB SM HER] & R E
Lo/nR CMIERITIRIENID KITERDHDH L
HFAHNTWA. i, pDSIEV EROATIIE
MR EME L, NE CM FEMIASETTE & %
LFHMETFICE R 2 hvwEShd, BRERRS
L O —HR YR RUAE RS 33 0F B MU i M A o0 MR IS
T, AR KITERPFEESNLTWDHI L
e, NN RE DY KTT 22502 & A L fn ks i

e hissZ EICHETHULEN DS,

AL g BT B A ORI E
L., MBI AERMRBERTF 74 7F—Yavw
ZICHLTHEAY I VR YR 7Y Y EHW
T AHERNE R TS . WOR TR 2 58 SM 2
SLTFoyrFF—YHEERDA, vF=THME
HENRTWAEY, AHTIRBISIE 2.
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B 2. CAPS @ iiE kg
NLRP3 O~ FaZER%s X Tmrd. CAPSIZBWTIE,

N2 LT

25

B A= | HEHEALL,

YTFNVIORTIL-IB AT ENS.

3. U EY B AR RS (CAPS)

% 98 B E (BLE T 1k FCAS(OMIM
#120100) & WHEN S ) &, JEETIEEE 6 1D HRRIE &
EHICPHEAE, AN, TBUR REGEED RlEx
B0 BT R RO AR RS T, 1940 fE ISR
s sz, —F, EEREBICHEAZIIN
SOIEIRE M) BRZFEME LR KL, Bt T
HEEES L BT Iaf F—2 A% &7 HE
T 9% S8 AT 1962 4F 12 w1 i &, Muckle-
Wells it f# # (Muckle-Wells syndrome : MWS,
OMIM#191900) & & ¥+ 417z, 2001 L2, WA
OFEBICAREKE LT, %I NLRP3 &t
ENDPHLRE T OLERMEE S, KiktEirp

¥ v Eg oz 2002 41213, NLRP3 #
(7 -2 RHTE S 1L I T O HEFRIE B EIZ,

PEiIR g, B L O s A 3 B e 5 AL
W b ke 2 % BY B (chronice infantile neurological
cutaneous articular : CINCA) 4i % i (OMIM
#07115) IC b i &, T s 3o0EBEED
2, 1A CRHERRE 2 34 Llipe L7z AN T B b

A5 CAPS & OBFAEE 2™, B
IZCAPS Ll s b b NLRPIERDMETE
B VEWI O S, NLRP3 OR#IEH 1 2%
W FEORE A I HIE STV D,

2 1) 4 €Y Y(NLRP3) i NOD Bt 5 % &
(NOD-like receptor : NLR) 7 7 3V —® 12T
HhH, NEKOE) ¥ FAA ¥ (pyrin domain :
PYD), Wt X 7 LA F FiiEEBRGI N A A
~ (nucleotide-binding oligomerization domain -
NOD). B &£ ¥C £ ¥ ® leucine-rich repeat
(LRR) 2 HHi S hTwb, Bee Lfalfd 51
Lo TNLRP3IHEA LARMEEZER TS L,
PYD & # AN—H1) 7 v— | KA A4 ~(caspase-
recruitment domain : CARD) % & Ze % apoptosis-
associated speck-like protein containing a
CARD(ASC) WA T ¥ T ¥ =+ LTE
Hic7uh AN—¥ 1 KB L NLRP3 A 77
TV —=LEBRTH. £ THHEILLIAH AN—
FlidoT, bohLoFRILTwITO
interleukin (IL)-18 2»5 IL-18 25U h th 34,
R, Ehs. CAPS MG, NLRP3 O3
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At ARG, HENEA X7 IV — AN
fbic & 2 IL-18 O o] &k 24 (3 2).
HERT o NLRP3 O & P LI s IL-18 LX)
FREL S L, MRS B 50T
{b & TL-18 i b HERRIZ B 9% 12 38 U 2 IS i 1
EIFPERBI R ICHF ST 5.

AT ET O & S HIL-18 8ED # 7 F 2
v 7O, IL-LRERT ¥y 7= A (L]
receptor antagonist : [IL-1Ra)® 7 7 F » 7, #illg
HIU~IRILET 7B —=F 30 N GRBY
27 b O IL-1 FHRIC K > T, CAPS D
T RTOEIRDPBMICEHE S N DAN, €D
Ed G, CAPS OFRHEIZ BT 4 IL-18 O f¥E DS
birh,

4. NLRC4 BBIE

2014 4E 12, A5 FENE O I 56 #h e AT % 1F
) JETHERRIE & 3 BRI b o THM ST 5K
HOREROMAIZELY, NLR7 7 3 —D
NLRC4 MRS DO ~T oA I Ak » AL
Rl 84, FCAS4(OMIM#616115) & # T &
7", NLRC4 1%, NLRP3 L %% bH, PYD ofR
HOWIZCARD b 7ah 2 —¥ 1 LEHES
L#2A%, 8612, #MMOWEONGTTHH 7T
Va9 A neuronal apoptosis inhibi-
tory protein{NAIP) £ ASCLO&E* L TA
Y79V —AEEKL, IL-18/1L-18 % iftE
1L a2 LA T vz, CAPS &
FCAS4 TIZE AT X - T NLRCA AHE W M9 123514
LRz b, 7o IL-16/IL-18 DA E D &
T I IL-14/IL-18 A h S it s s L %
Z5ith,

i AR, AR VR IAE O AR A 14 O I
g% b U RS B B L IR e L Bk A, 7 )
F WM EN S EHESRIEIC L > THEK2IHT
LB EE2E0RTAE, RACFLENNIZ=
7 a7 7 — I HALAE R (macrophage activa-
tion syndrome : MAS) # R L0 L s &
MAS Z# 0 KT EHMICBYTL, ThEh
NLRC4 MifnTORLE DB I ALy AEROAT D

25

ARVl g WThOREMIZEWTY,
Wik - w207 77— Y960 IL-18/1L-18 DiEL
o4 b—v A EEN 5 RIIBYE D JUHE & 7
9, FCASA V2L & AL/ 28 38 & IR R AE 15 10 22
Wk # 2z 547z Autoinflammation with infantile
enterocolitis (ATFEC, OMIM#616050) & o #E %
A5 2 517278 NLRCA AEE DRI & » Tl
AL S, BEOHTER & FERHOKMIIEZET
HoEOMEE LT H. AKHTI FCAY
& AIFEC # &4 TNLRC4 BEIEL AFTH
W, M E O AR EO 1 oL L TR MEmRIC
B EhTWwa.

5. IRDIERNS - MEEFAE

R EERRIE « AP E, B o T Al o i)
2L o THER S NAHHME - MEHFEET, 1972
EAZA Y 2 —F v D 4 U 7 B FRAHE S
L7z (vibratory urticaria/angioedema, OMIM
#125630). @ L WRENC X b e S - 280
WA ETo bbb, SHITI98LE, KIE
PR e OARE) - AR BRIV RLIEA BT
MELL LIEMUPUCHET D L3N 2 Y ORI
Hal, EWOEAIC X B EREIE (dermodistor-
tive urticaria) & WHEiv/z. KB I12 3817 2 G
Na D LRHARL & i e A & 3 2 O BGN & RD 7295,
R RGEIE R TH - 2. 2012 4E1, ZOFF
2EHELLN ) YOIRFZOBIICL o T,
ADGREZ Mz TIAT O G I A v AR
AR & LChlsg &4172". Adhesion G protein-
coupled receptor 2(ADGRE2) I epidermal
growth factor(EGF) -like module-containing
mucin-like hormone receptor 2(EMR2) & & i1
N, CDO7 7 7 3V —IZi¥ 4 7 MBI G &
EU IR 2Rk Th 5. SRR (T8
BARON, Fh<y AHifEr ) FET D,
BRMIZBWTIE, ¥ x4 —IC & B RENTH
12L& - T, ADGRE2 ®H 7= F DELHIHE
ENFOREESITZLIZED, AN T
BN L DB E A Z EAREN.
i, ABTHIFEFIMESh TS, Lol
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{ZH SR AT 21 5.
BbYIC

2B OHIRIE - MR OACIRNY 20050 L2
DWTHEHRT AL EDLIL, RELELTE LWL
Mtk & LT, HAE, MIlasE, CAPS.
NLRC4 ¥, SR HERRSE - MATVEIEIE 2 3 O,
fipaid L7z, BB L VA HRIEIEFIZH Y ST
WhHZOWI, BERPRBAEICEHIH SR, F
PoiEE ) ET Z LA TH L DIZEBED
PRICIZEELTWAE I L £, WA LMEICE
B _EWETHL. [Rifinsw], T
A BEFIZOWTIE, #li% Ak Sl e
B IREDORMIIZ SO L LWRETH L. Ah
BEDOD—PhE bEEVWTH 5.
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