EE NSRS

o BER

HOSERRE, ERUEOHHRTIZLS
H OB LT, IR 28 o il i 2
WERE LT HWMAPEEE LT, 1999 12508
ENLLDTHE. TR PESL EOBEME
FESERREZ 7o by 4 T E L, RBEPEE,

i b2 B UERgWE, 7LV ¥—, HCORE
FRIIES 2, ERFRETT LY L R E0FRD
B, SEEHCHEREETH LY. ACGE

(autoimmunity) @ “auto” A% “self” % BT 5D
W23 L, B &R (autoinflammation) @ “auto”
lZ& LA “automatic (E®))" % “autonomous
(BHE)" oLz, —F, BifcB
V7 % Sa G HAEE 1239 5 Toll KRBk E AL 72
REBESE, “self” L LTOHDCKS (WK
VAL F) T2 KEE TBRREE (ho-
meostatic inflammation) ] & Xi¥h, ECIIEE
B Eh 5.

RIETHEHT 5, MRSz 2T -®EEEE
REMRBEZQICT LB FolE,Icyh, LB
HREME L 2T A L-36 XBET v ¥ IT=A
b K38 i€ ( deficiency of interleukin thirty-six
receptor antagonist : DITRA) <0 (%4 1l & %
FEZ EORMERED HOREMRETH Y,
R R3EIERE, oRE. AILIE 2 &0 B EIR A
LEHOREHRRBEZSELIILuIRAAL LS
nTWBY, 51, KRS -7z ¥ —%H
Wiz s AR T RV — AMHTIC L D, i
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PELEZON TR ZMEFNIBTHIL
WA FERSFER I N, RBICER L7284
EEMESIRA EETH TV S,

SEPIFHRR P2 - BRG] DO RFIFRIZOWT
X, HEARERE - BCREFEDF—L =Y
(https://www .jsiad.org/) ZZHEE iz,

Wl R

Rk b op g 3% (familial Mediterranean fe-
ver : FMF) 30 —<FCHh S P R T s
NIRETH S, KETIRLSZVEBEEED
RIEVIRBTH S, 2~3 H THRIZERT 55
Bl NIRRT IRIE R R e T
5, EHEEBRTETIOf F—= A& 328N
HO, FEELETLH. FEFLHEIE LN, £
FLZ Ldrd b,

WAL ERIETEE SR 1997 FiI2¥ Y ¥
(pyrin) # 32— F9 5% MEFV &IZFERH)FE
BN, ZENREL, XV 2 10 DRPER
DAMIBEFRERROMPRICEREZET L. 4
WYY id, #BABT 5 NLRP3A ¥ 757V —A
OHFIWHAT & LTH &2 5N, EiEE
HOGEE, MECERTAZE) V{75
V= A REIEEL L IL-18 2B ELE S L
LHEEZONTWS.

TINCF Y BENTH B, BIERR ST
TERVHRI Y P ATREFITEHIL-18
kDA F 522 T HEHTH 5.




O R4 B C REMAEREF

R A

Bt -

MEFV

HR~HEF
s

FiRtER A,
- Bams, BAESH

4

P
hFxR=T
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HLEE

Ea

MVK

FLapi
+

[, B, T,
Mk, AL
I EfifERE

+

A7AA K,
h+xR<T
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1. SENEEES I

ERRES, &

(BFfBICfES)  BRRSHRAIH

BEHEAITE BRTEATE

i B (ENICEY L Y) B (E R
EH1Y)

TNFRSF1 NLRP3 NOD2

B~ A HAR~FEF HLR~FE HER~IR  HRE

+ + + + -4

Mo, Bas BE) BOSDAE, REBUTE PG, MEME MEMEMEEA,  PIETR, RES

MRARE, Rk, M HEnE RENE RSN

B ]

++ + b + —

2504 R, ZFA4 K, hF¥RvT 2504 K,

bile ot o vl i TNF~a Hifh

106 110

#ﬁ&ﬁﬂm K EEEES, R
A T T 2,
BRI

i

m
EREE RERBEE B OREMH G5 R
P AT, BRAEESHE
WETE e it Bt - e
WEB{EF PSTPIPT PSMB8 TREX?‘.
RNASEHZ2A, B, C,
SAMHD1,
ADART,
IFIHT
REEH  HR L4 $E~3LR
s S ; ‘
SN RERRERE AREENERL, BENERE 58
MR, SRS ve, MEE  ERE ES B
B EosEER
7igf - - —~
o=
B ZFAT K, ZFOA K, 2504 R,
H TNF-a Fifk JAK ﬁﬂﬁ* JAK [HEESE
EElE 269 268 a5

Wik B,

Raynaud

i g

ADA2 NLRC4

3R LR

+ +

B, LUh, 87 B BE <7

s, i, BETER o7 7 — Rk
fERREE

— +

i TNF-o 4%, ZFa4 K,

BB hFxx=T

TNFAIPS

el ~FE
+
HiEERE A&

S Bk, BE% B
CRERE

AT EAGR,
JEF,
i TNF-a Fifk
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. 0= TOfh

il = IgD fEiREE

& [gD fEMERE  (hyper-IgD syndrome : HIDS)
Ik, 7 YRENBGERR L JIdh/-RE
T, % IgD HEAFHI E S5 LR T
"W, AL ATO—VERIIhDb S A T VR
FIF—¥EI— VT2 MVKBEFOFEHEENE
PRAETRRBIE R L B et A H R EMEERRT
Y, BEMORFREETD S A0V BIRE
EEDLETANT VYBEFF—ERBIE (mevalo-
nate kinase deficiency : MKD) & Xi¥ih 3.

FLIBHI RS SERE 3 5 RUE RIS 3 & F Tk
INETTENR, TEESREIR, PAMiEZEL, MBERHRHK
2PES b H B, AT VEEEF — PiEAME
TL, BERIZIRP AT VBREEZRD L. X
N0 Y RIRE TIRBRFER R ERE %
.

A Y ROER E T OBROPEAHEY OB
WEoTIL-IBICLBRERZEL D LEZ LR,
HTFXITHENTH 5.

TNF 2B EhE R HIEEIRD

TNF &K EE W EEERE (TNF recep-
tor-associated periodic syndrome : TRAPS) &
Jok, EiEAEEREER SRR Lidh
TBRETHAE I TINF ZEERKEZI—-FT5
TNFRSFIA BIZTONT OBEEMEENR W
SNz &b, HORIEOHSHIRE S b
Mot

B RWIRAFELZRIEL, W, E
T, POETE, BEMEON AR L TS AL,
WIRRET 2T 5. BHEEFFIEREE 2P A Still
WEDEHNEZEL, 7Ivf F—YA0EMHICH
EEVPLETHS.

L, BERIZX o THIIEK EICEH T 5 TNF
ZEEOMENEIR T SNTEOT7 4 — F
Ny ZWBORL A LVNEELEZ SN
TNF-a JufEBAAH W Sz, RETIEIER
L7: TNF 2B EFHBNICERT5 2 LB RE
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DERREZEZ BN, HFFXTOENEIEED
LIl Twh,

il 77 2 REEHIREIREE

7 U A ¥ B BIE R (cryopyrin-
associated periodic syndrome : CAPS) &, 71
F Y1) ¥ (cryopyrin) # 32— F35 NLRP3 i
fEFOANT DAV RIC L 2 H e
REEREERETH 5.

FIREBICHERE L L LT, R B
W, A T R B R D R EER O R R
& H O 28E MERE B B (familial cold-induced
autoinflammatory syndrome : FCAS) &, &
BREEIZBIMRZ < SIS DIERE £E ) HRE FER
WMYEL, BEUHEEETTIOS F—3 2% 5
729 EER O Muckle-Wells JEBERE, 2 L THL
RIS ORISR B, BRI, BARi% %
3EBE T HERER ORI AR R
(chronic infantile neurological cutaneous articu-
lar : CINCA) EBEHEILOKS (@).

BEOBRGTHRETIRERNALR R TY,
WEICE W HMREY A s 2R EhsZ &
3% 5%, NLRP3 3B MR L8 F X
¥ L fabi - BERNBICROST RN sy — VR
ZERTHY, MHEZTFTERET S L
ASCETuARN—FE1LEERLTA Y75~
v — 2 (inflammasome) & XXM A28 EHEE2E
KT 5. NLRPIERILL-oTA Vv IIVT V-4
MREEITFERLL, HAS—¥ 1 OfEH T IL-18
PERFICEESNSL ZERERFRE S5,

AFFXITRIL-1IZFET VT2 D
anakinra (2020 BRI AKKR) PEWT .

& Blau fE{RE%

NOD2 (NLRC2) BIzFO~T &R
WRRERIZ L2 EREaFEEREERETH
. FLEBHNCHE L, JREzERseEE LR M
RIFEIC X 4eB0 2 R 2, BIfiZe, BHEIHRE
KEIEMETS (@), fEd, HEFEVD




1. Byt I—

@ 7 )FEY EEARMERR
LB OB (A, B) EHOBBIE (C) 2703,
(Saito MK, et al. Arthritis Rheum 2005 X 1)

© Blau fEf&E
2BOEFELIZS (A, B) EFHEEGOER (C) #533&®, EMERICTHEEMEAIFEE (D) £4#5.

(Kanazawa N. et al. ] Dermatol 2007" & h)

4 F— 3 A (early-onset sarcoidosis : EOS) & B4 5, HNERIIEEN R NF«B ST Rk
I T REDEENS. I A%, RBICBITHAERIIAHTH 5.

NOD2 170 B 7= Ml B P12 35\~ Tl B MEZEERHNETOFHDD, i TNF-a
RTFRZY B DR STHD MDP (mur-  JABADH O LN5.
amyl dipeptide) ##%# L, NF-«B OiEH{LzF
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L FERLT

ol EIRMERE RN - WEMRE
iE « 77 REIRBE

{UIRE A PR B A - BREEIREZAE - 7 7 A E
iz # ( pyogenic arthritis, pyoderma gangreno-
sum, acne syndrome @ PAPA syndrome ) (&,
PSTPIP] B{RF O~ T oS MR TR
WX SR REEREEEERTH S, IR
G ALIE M M T P 2 TR L, SEMENR R
hE, BEMEEEE R NEICRET 2 TN REETH
5.

PSTPIP1 ix, ¥V O HI#HIKF& LTl &
I, HlRBEEOT 7F I ELEREL, TON
FUYALL o TIIELZHIFML T B EEZ ORI,
ERIZEoTE) Y OBELTHE V77 7> O
BEATLET B Z LA L S5, EEAERC
Ih, EEERZNE) BES - BAVTeT I F
v ifE (hyperzincemia with hypercalprotectine-
mia : Hz/He) % & 729134, {CIBMETIRK % £
W E RO & @ PASH (pyoderma gangreno-
sum, acne, and suppurative hidradenitis) JEE#E
(@)Y 7% &, %% PAPA MR BAHE Sh
TWwah.

ol I - FEATAEIREY

PSMBS8 BnF O R EHEMERIZL D WA
REEREEERTH L. D/ARBIZ, LTk
FEOFRLEMOFIEREZIB IS THREL, THH -
i OFE EIEALBERRE B R 95, MhaREE A 2
WCRED R EEBIS, A EFEFERLELR
WER P ZEREASHETT L, HREAY 2 o2 7038 - Y
fitiE e 2729 (@). KMNEEZAEKL D FFE
TH 5. 1939 F IR TH O TERIE D S
ENTRBTH LA, MIREHGE L, RELH
BicOAASNS,

PSMB8 #{ZF&, RETOIT TV — L ZHEE
TARFERO B YT 2=y bR FT5. &
BiZkoT, BiDFE M) 7L VFEENIELL
KFT5723THL, HEADOEEAEINHED
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D, RIETOTFTV—LDTRTOBEREEIK
EXETTA2HE sMEhszREIEFF
b BIby >y Ehizwru7 v — Vil E&HH
MNICEET LI EMFRELEHOREE Sh
5.
RAKRTER L Z 2 SNizds, EEEEHNS
R EE > SFEHRESNTEBY, PSMBS UL
Nod7a=y Fe7as7—EYREERDOERKIC
b BT e u VBETFOERD RWZEhT
WhHZ Lhs, 7us T yV—AEE S RIETHE
¥ (proteasome-associated autoinflammatory
syndrome : PRAAS) E#@FRsh 2%, FEM 70
BIEZAHTH LY, 18 >y —7x0 VNER
Erild, ThEZ 5 JAK [HEEO HXME)
RENTWAD,

@ Aicardi-Goutieres fEIRE}

TREXI, RNASEHZB, RNASEH2C, RNASEH
24, SAMHDI, ADAR, IFIHI ® 7 2 O #I5+D
WENRPDOERIZL ZEEMEFEERETH D).
HhEEAEIR, BPNAIRIE, SRR 2R E T 5.
HaPN YAt 5 (51 TORCH (Toxoplasma,
others, Rubella, CMV, HSV) E#HEHO—D2TH
D, FEEA, FMUIE R SR RREZIE 7 & OAESHEIR
2 LD B,

TREX] & 3-8 DNA =%V R ZF b T —+H,
RNASEHZ (X RNA:DNA /~4 7 » F RNA X
2V F7—¥, SAMHDI 13 2¥x VX7 1L 7—¥
EANTP PUF AT Fa g —+¥, ADAR
RNATF /¥y Frir—¥EEzd s, i
NLBBRH I 2DE I EnE, TORERE
RIZESC X ) HIIEPYIC DNA 2 RNA 23R L T
ZOREY T FVHITLHET LI EIHRELEZLD
b, —J5. IFIHI X dsRNA OMIfaZE4ET
HBMDAS Za—F35Z Ehn, FORKEMR
BRIZERIZL D dsRNA BE Y 7 T %
ZEAHEREELZONE. WTRLL KBRS Y T
FLVDOREIZLoTIRA Yy —7 0 EEYR
ToEL, BOREMEIRA ¥ & —7 =20 > REHE




1. ECREEES I

O PASH fEEE
RSO LR TR % (A) & TREOBEEMMREE (B, C) #3053,
(Saito N. et al. ] Dermatol 2018" X )

,.@;:éf‘a‘:

O FF - EAERE
BECFEQRBEHREZ (A~C) TREL, BRL4CHEAEAOYE (E) ERHNESZE (F) PEILD2LIICE 3.
EMERICTRELFPIK - BREFROERE (D) & CTICTAMEEZARL (G) 2380 3.

(Kunimoto K. et al. Dermatology 2013%' X 1)
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. 0=z

DRELENS.

HERRZZ T FERE L, Bz 5~ b—7F
AD—WE ENDREWLHIBRL — T X (fami-
lial chilblain lupus : FCL) &, Z#&®O#ETFD
ERIZL-THEL S (2% Column [FRIEM:HHRE
RivE | S8,

W ADA2 RI8hRE

ADA2 (adenosine deaminase 2) K{BJE I3,

ADAZ2 BIETF O R EHEMEMEETEERERIC X
LHEREALEREHEREETH Y, HEBERSE
WZRBRIEL LI TVbDTHE. 7 F
BE2E 2 A8 8 & 9 5 WU BIIR 2602 X B i L B
L, WIRREERE AR L 5 R MERE FERE T
B. L EORERERZE) ZLBEL, KT
WA, JREE O SEPERHE, Raynaud JEIR, ON
K EHED D, MEH ADA2 iHHEOH & h 7k
KT%2®5. ADAZ IMERTFELT~Y 0
77— VOFALIERT A L5, ADA2 R
BICLr<r07r —VGLREVEREE LS
nTwa,

o NLRC4 EFIE

NLRC4 BIETFOANTOREUERIZL - T,
5 AEFEIE O B U1 8 R BB % B 5 SRR EERIE R,
FLIBMREO KEER% - ~7a7 7 — Vi
b JiE € ¥ (macrophage activation syndrome :
MAS) Z54EL, NLRC4 BEEELBHINS.
NLRC4 {&, NLRP3 % NOD2 & [fl %, Mifgpy /<
5 — v RikZERTH D NOD i 5H K (NOD-
like receptor : NLR) (& L. #HIBE OWER S %
Rk 5. NLRCA 4 > 757V —LDREEN
fLizk T, IL-18 & & HITIL-18 DBF EA b
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P, CNAEMASOBEICHSTALEEZORNR
HZ lEhn, IL-18 #2585 LW ER| ORI #A
FHSNTWS.

3 A20 \TORDIE

TNFAIP3 BIZFO~TOEEHEERIZL -
T, TDOI2—F¥5 A0 FEEIEELLE
EY 5 ERGEETREERETH S, HAERY
P OEFEINIIEE, REMOENT 7 4. R,
BOEAE, SLRETRIEES, HILEWE. REHRERR
&0 Behcet IRHRIEIR 2 JEAET &, AR &5
Ly 7< b—7X, HOREEFLLZEOHD
RIBRBOHEFED AOND. A20 X E3FHEZ b
O F {LEERTH Y, TNF-a ¥ 7+ 0
RIS 2 2 85, EOREBIETIC
Ko THEMIIESEY 4 NI A > DEEDTLET S
LEZONS. (&g fhiE)
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