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<EBEESE>
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ERZRRSEH SRR 24~48 BEFRUEBEBEBTEVIRY. BEx%,
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BEMRTDILHARELEIIDNTE, ERBEROURETD.

PR E ASAE R BE (TRAPS), 7 7 HEMREED 3
EEVERIEETZI A L IHEICET 5.
FE2IRT LA EBIZ L » THRSHALE,
FREARALRE, BUEYEIRR A, BIEEARE, JIEE,
PEHERE Y E, SRS, BB, &
%ﬁﬁ% B2 e & OFFRUN 20 BE  FE IR & 7R
ZEnb, &F‘wgﬂﬂﬁ*azﬁ?m:;@%f&)%. %
<&ifi1§1’% ITHTHHHD, BERIZL-T, &
BWiEFE L7 %T%Wﬂ@%%4?$g®m®§
Bick-TEEENRLZY, SFITLREE/
EHIENHLH. FBEEWEREEVLTY, B
BRESCHYRE HEEL IR, REHAS
ﬁ%m.éaum&ﬁﬂﬁ&#&<&ﬁﬁéaL
THE, 2 bO—LENRTOREFAOLEZD
BEFERZHOEMASSH D IS ILIEETS
VENH D,

TUAE) RS ERAERE
(eryopyrin-associated periodic syndrome; CAPS)

CAPSE. Wb NLRP(Z VA ED )%
I—- N5 BEFORBERMATOLEREER
L7 34R - RRMES B O REE RS (fami-
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matory disease : NOMID & v 9 ) # K& L7
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SHICHBT AHBEL D - MR B H R
e EORAFERYE, BEBORERERTEEY
BT AMET ST 3 EME L. BAREEES
BEEZEI Z EHZ 0,
CAPSOERSFTHAH NLRP3 (7 A+ Y
)id MRS — YEERBEERTH S NOD
B2 21K (NOD-like receptor : NLR) 7 7 3 1) —
DL, REEMPEROBERSFTHEEY »
(pyrin) &t &£@L YY) v F A4 »(PYD) 2 FD
NLRP EHD—2ThH 5. EHFHHMPEREL LD
B rF P EBMT AL, ASC LIS T
¥75—GFrzmlTrah AN —F1
L. Shxg¥i3d52&THRN—F 1 2FEHEE
L. 25 CHIBMICER S 7270 [L-15 2408
T5I LT, EHALAZIL-I8 # BT 5 (K
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=LA EY, MEA L1 x T 57200
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I2& 0D NLRP3 A ¥ 7 5%V —ApiagEmic gt
fLIREEIZH Y, Toll-18PEE SRS LTI
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CM%@&H B B AR
X#B\EEIITHESoRGREEME
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EEAL - B shs, IL-I8ERAT I LOEY
DRIEZHFES L. ZOMFEIREOIFHEL 2
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R BRI R SAEL S 25, BIERRC
HIMMIREL L CRP &L L OREFREED S
E2IIEERNEREFTRIZ 2. IL-18 13ER
o, m Tl LisErZoons Lz
BRozwv, —F, BEEMOEREZHERT S LE
RETIL- 12 REIZHW L. F/2 LPS #lEIC
HLTEOT b=y RS R fiREL RS
FTIEFHONTWAEY. BEFREIIL-TE
BT % FEE 3 5 2% Wﬁﬁ&wkwﬁ?%fii<
BEtTIUTEEY A 7OERPEH A 7 THED
Wb Endd—F, EERT ;%ﬂg§W§¢
BORNZEDRDHLILIIFEXETS

FCAS ORERIE, RIEROIEA T O A FRI
FIERI L AT 04 FOEMZS TLHEBTETH
L. BEFEREROMAE, 704 F—2
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%5, IL-1FHEEL LTI, SHNHEYET
HHIL-1ZERT vy T2 D)3 EF v
FEARTHATFX v I EMERL, HERBIC
Hueshzd, ZHOETHRSPLETSHY, £
AR TRET ST 2w, Kb IL-18
HETHDHFF X745 2%, FEEIC
SRS 2014 FE(2 CAPS 12af U CIRMEH &

30 MB Derma No.236 2015

— 320 —



NLRP3 NLRP12 / § NLRC4
‘ ol 5: T
x| resow | x| ras2c P | H443P
N il |~ Ll z
e Aty L\ # ASC
A% asc '+, ASC L LI
| o P &/ % P! \
/ ;g N FEARS—E
L Fonrs—E FahR/A—E1 T
I IL-187 IL-181 IL-187
CAPS FCAS2 / NAPS12 | FCAS4
Fxsr [ orvicme REESWRR) [ ROLAFFER BRI A/ (NOD)
EYEAL (PYD) 0 ARR—EYIL—FEALL (CARD)

2. CAPS & FCAS DRFERR
(REWBEATUDIAL Y RAEREXT, 4 ¥ 777V — L% HHRTRT)

R4 A7) AMEH TR EM: BROBH

<EHDOBEHL>

1. UFOWTmcEsTeIE

M) UDTFEMRENBBRIFBTI/NENEME

@) NERBRPEHNNDERICFBTD VI VFENE

3) NEREMEXIZUIVFENRETHY, BRNREUIVFEERBTHDEN
(4) CAPS OABEEBNHDEM

2. FEQITUADERT, UTOBRICATIEIES

(1) 4151 2°%2&D CAPS DBBRBAHDIEMICL >TEILEREESZT (BREEDODVD LU T PR T
F3 150 mg DEMBIEHEEL). CAPS DABES LU 5 A OBESBOROICBERNBEET DE

(2) CAPS OBEIH LU A SURPDBANDHRIFHBORES L | OEMICEUTHONEDAT, LREMEMERT
ESRIRTCTEREEDD I EN'TRE
<HEROEH>
LUTFOIRTICEHETD
(1) EEREBRE, 7FH 74 5F 0 —REOBRINBNRETELERSETHDZ &
(2) CAPS BEN'GIRT 2, ERADHERECENELE, BRI BIENTELERBETHD L
(3) 2FIBEICHD - ZUBBHTELERRETHDI L

b, FoHMHEEREZARCIEORETHRSTL O a2Vl TEZEOREIIZC L TEER) S
<, FMEMEAA L As. 727 HUARELE < il R #E5 L, R -BROFEZFML CEEHEEL
Mz bz nizd, EEEHBEL L ol FEEFHBEARET A (™3).

MRERERIGEHNTH 2. EBOAL 5 ) 25 - e
7o THL, RS B % RN - RO TORDERMRLBCREERH (FCAS

RUFIE> THREDTEL LML (F4), HBES ERERBOBKBEET LA L2 5,
Mé Derma No.236 2015 31

— 321 —



HEES
2 mg/kg Tzl 150 mg FIEFE THRE

7HURNICER 4

VEEEE 7T BURIZENRS
4 mg/kg Ef-1F 300 mg Z1EAE FTIRE

[

7BLRIZEEET

PEEEE 7T HURIENES
4 mg/kg -3 300 mg Z1ERTHRS

{

BRERH B AR

MEFMERE

p
e, | MR =2 mg/kg FfzIL 150 mg

wE

P EREERRICBTIBEROBE (LITO 1~3 8T RTHLTHES)

1L EMcLEEAENES TN OB EEY BT

2. EEBEBOFEY HEMUT

3.CRP A% 1 me/dL RBETIL SAA A 10 pg/mL K&

¥ EREERRICETIFEROEE (LUTO 1~233_TELTES)

1. EMICLPBCAENERFOHORSEEY ABEL L. £02
EMMcLAEOAENESIHRORSTAY NEMI S RBEE

BERNER
OFET NBELL
MERHRER 2. CRP A% 3 mg/dL BE I SAA A8 30 ug/mL B
)RR QL. BR. BE. hEE EED S BRE

_‘

18] 2 mg/kg E£=14 150 mg * 8 BT &I
L&F&%

J

S5 #SELNICER™

v

| #EAR=4 mg/ke F7=13 300 mg
5 16 4 mg/kg T12(3 300 mg % 8 BT
| ETH#5

~

»

RE®SBALRICHER™

~

( AR =6 makg F1-13 450 mg
16 6 mg/kg £/-13 450 mg % 8§ BT &I
L BET#HE

7

HEHALNICHR™

™\

-
#5AE=8 meg/kg £1=[X 600 mg
1[Bl 8 mg/kg E1=[£ 600 mg % 8§ BT &Iz

RTHE
(BEmAE

\. v,

5 &eALRICER"

4 BARME TR ESMBEERTELAN
1 EE 5 &I 2 mg/kg FziE 150 mg
A5 8 mg/kg Ti=1d 600 mg ETORM
THERHTS

\ w

3 ATVAMILAEHE T U P IV FKEOKg DT EZNEZRBRILBETHERZSITS)

FCAS2, FCAS3. FCAS4 LI h - & fzHHD
RIEFEORRBETFH. Rikc L RW/Zsh
7z. FCAS2(OMIM#611762) iZERIRATIZIE CAPS
5%, £7%4 5 NLRPEHTH A NLRPIZ #
I-FF52BEFOANTOER%FD, NLRP12
P & 5 1] 25 f5 BF (NLRP12-associated periodic
syndrome : NAPS12) & &2l 5 172", NLRPI2
ENF-kB > 7 +HLVoOHEFE L THCZ En
O, Ty AERRPATISAABEEI LY NT
U EL o TRELXE T EEILRS:

32

A, I At AERTIE CAPS L FIKEIC ASC %
LTHANR—E 1 ZFEELL [L-18 Z it -
BT LIl o TREXERTAHLITH S
(E2)".

—7. FCAS3(OMIM#614468) i3 5 itk R AISE
WERZ L LFEIN, KORILRPEDLR A
EMZrE L HRLEGERE IINZ, AKX
A (IgE (T BE) 10 ) RS L B %k - W3
MEEZETS. MK VRE V70
tO—-NEL D =3 VBRI LMK
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PRANY T LRAZTELTERAKRY N—¥Cy2
(phospholipase Cy2:PLCy2) # 2 — N ¥ 3
PLCGZ2 BIZFOREEBTH A SH2 FA A »
IIAFOERZED, PLCG2 HEFARERE
# 4 JF (PLCG2-associated antibody deficiency
and immune dysregulation : PLAID) & %27 %
= FITEERICREB I -EORES B
PLAID (autoinflammation PLAID : APLAID) %,
FERRE O D D ITKBEER & RET 5 DAHMTERKR
R, ERBIZFEOLEBETH). H—HEELE
P Y (-2

FCAS2. FCAS3 & & AH b DREHIZE 7
ZvolIx L, FEE, BRERS L 3HRIIhT-
TENRZT A2 ELORRARDBIIZL), £%
ANLR773Y—%FTHANLRC4ZI—F
THEGFOANTOERPR SN, FCAS4
(OMIM#616115) & &-TJF 54172, NLRC4 i,
75 ERBEOER S FTdh 5 NOD2(NLRC2)
ERUL, PYDORDYDIZHANN—FEY 7 L —
kKA 4 »(CARD) % f#2%% NLRP3 & [afk. ##
EL EOMBRGORBUZL > TASC. 727
AN—¥1EEHIZM 7577 —L%KL.
IL-18 %ML -T2 LMo T
(K 2). CAPS L HIfk FCAS4 TIRERIZLY
NLRC4 23E#HBHIEEACREIZH D, 7o IL-
1A EAEINSL & CIZiEEL - a2 h b &
Zzons, ZIZEEBHIZ, ALERFORELZS
ERNEERZCREE~ 7 07 7 — VIEHEIE
BEHORERE L THE NP EROLDOEMIC
BwTh, ERBEBRESZHEOTLLWY,

LD

NEOEREOEFNZIE LT, ERERES
rET L REHECREREEZHEAN L. ERE
EVIIRBIEIEEIH D SN TE-012, BE
RRAECRGICEHSh, $Ao0RF8VET
CEDEBHMTHAOIIBEORIZIREELLTY
BIEHEL, BHLEEBEIBHMIREKETS
5. BERPEZETE 2rnulFEgElt vy &

% B BEET ARV RE L B2
HLEE 5. B FCASAD LI ZH LWL
FEREEZFORRL T75ETHRTHH. TREN
Bl EIh D ohr b FERILERCIFEOE
BIZYTEHT, BB AL ELIRY) RE
DHPICBOLILPEETH L. FREED/:
HO—BhE hFETH5B.

X #®

1) % GHIE RHEKM, HIEEIED  EREEH
A4 K4 . HESEE 121 1339-1388, 2011

2) McDermott MF. Aksentijevich I, Galon J. et al :
Germline mutations in the extracellular domains
of the 55 kDa TNF receptor. TNFRI1. define a
family of dominantly inherited autoinflammatory
syndromes. Cell, 97 : 133-144. 1999.

3 ANNEEE B & BARRIE. HAREM M
138 : 178-181, 201l

4) Kanazawa N : Comprehensive review of rare

hereditary autoinflammatory disorders. / Genet

Disor Genet Rep, 2 2, 2013.
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W
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2004.
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forms an IL-lbeta-processing inflammasome
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2004.
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268 H{E - FRATIE (=B

Al

1. BE

BEREEORELETHEOCE EEFEHMETI. BELEEMECRERETHY . BLEHAKSE
MEEHETHD, 1939 EORE, 1950 EOBRLOBMELIE. FEEZEHITIETEEILEDHLR
T.HFL- REEPOELBEEEER-Hi, L. INETIZOFIEEDOHRENH S,
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NioiE. BEEEEEFARETHHBO)NEFHRAEBIETT S,

KIFH ESNI=AS, 2010 FITKRE B LBEERMICEELT HEHIA JMP SE{EEE - CANDLE fERE LD
EETHR-hEMALHREIN, 3FEELL, TOF7V—LESARDOZER YT 1-yrEI—KT 3
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BOEBERTEELHD BERBERIXESEFYLAZVD, BodFRETOLEEETOLOIZR
M SEHLNH S,

4. BEE
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HEITHORBEREFHAERE O (BE- LERITER)
ERBDRE<NIEI1E. BERE

ArigRE

RESEEZE R

e A T I o

2. PSMB8 EinF B

<BHOTO—Fr—b>

1) BEERAERD 5 BEHULBHETHhORBEZRN CTEZL5EICPE-BHNERBLEKRZEHL. F20E
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2) PSMBS EEFORBEFEIEREELEEASNIT ., LRSBEEULBETOR(TLRMERE
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<EEENE>
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BEE > AD%E: BCRENER

R - FEREIRES
1@ BPUED - ICLDBLEDTS A
Nakajyo-Nishimura syndrome

g 8 10
RS Tl EAOERE

k% -EE

SHIBEAN SRIEY DBUERERONE. BRESHEITIECKERETHD. HERRSRE. S IiHEE2. BIFERAERD. K
BICEBNII>EIE. HEEHE. BEE MERE AL T IMONENGTRNSRENETITD. BEEREES JURBEHADBEIFmRNT
BRI EEBAEEE(Chronic Atypical Neutrophilic Dermatosis with Lipodystrophy and Elevated Temperature Syndrome :CANDLE
Syndrome), HDVIEEENTE. BEM. /IREER. BESEESREEEL (Joint contractures, Muscle atrophy, Microcytic
Anemia, and Panniculitis Induced Lipodystrophy: IMP) - E—REBTHD. JOFT 7YV —LAEBHNY D 20S8RETFOPRDOPSMBARES
N, AEFFALERESIEESFEORECEDD I LNESHIR . BIBRERLEVEFNEHEY. IICEREID RV EDFTE
TEOHAEERTHD.

CANDLEfEMREZFEFRNCPRL £E 6 0BHSNTNDS, K TERICIONEET. R¥ENI0-40RNTHIRAIEEETD

S
7]
ak

BERROlinkage BN ST 05 7Y — LEBY B 20SBRETOPOPSMBSH EIEENz. MIERS >\ IBEERITHBEENTZ/
BICRBL. BUFRAS Y \UBBLELTEREND. BEEEX RS/ (UBESBOBENE U TIEFF pEivzk, JOF7Y—-AI
Lo TEVWRTF R ETOEENSD. PSMBSBETERICL>TI/OF 7Y —AEESKCIDHRACEEESFRENET L. BigRC
IEFFUABRENEET D&, AN ARG EC Lo TBREL, SEREPAESBEEND LB 5NSD. CANDLEEESE,
IMP. PIE—FAERBRORZHOBETPSMBBEETEENREENTUVS. ABOBETHEZESMMABL S &S, ZOBMICEENE
SOTOVHRETPRBEEREEOZRSZITHINTELTIRENZRSNS. AETREIDT VY- LBEOETHRSEZNTLS.
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