BV, ERCHEED H 2 BT SRl 5 722
< BEROFAMILTE 20 4, HAQ-DI A=
TN X2 H HEEREM Tk, B5aTD 2.875
MW2.75 EBETIEHANEELTND,

D. B%

FEIK L H 7 o 4 R 3 O AT T NNS B
PSMBS8 ZE8% 1/98 7 U MIZRBD T Z L1, F
Iz & lidnz, BHEHET1I A
IARIETDZ &IC2y, BXIZET D, &
RIS B BRI B A RE L TR
D, FENTRISEE S L TEREH LML
VAN

CANDLE JERFEEEZR & LT T74S DR
BERDHoT=N, BEOERKEBES T 2T TV —
ABERIEEZITI U O & T 5N EZRITAHA
Thd, BEFHERGEMOMELZR SN
THDILH, MIXERDPFEZND,

ARIFFTH o & HEKREVOIL, NNS BH
{23175 HLA-DR OFEHREE DT TH A 5,
IO T T = AIEEOT T TV — A
IZHARTMHC 7 7 AR ST 0T
FREERTDHZ LT TR 1 REIRET
DI ENHMBNTEY BSI/ v I T V=D
AP, B21, B35 MU VS v I T T R TR
TIXMHC 7 7 2 1 DFEHAMET L, CD8 T ##
FaDREGSEEEZZT DT LRMLNT
W5, NNSIZRBWTIERE a7 7 YV — o8
BIROE RS SRS 720 T < B, B2i
DHFEBIRTT 22 EMnb, MHCZ 7 X1 D
RENEEEZHI LN TRINEDN, B
< _&EZ LI HLA-ABC OFE IRV
V2, HLA-DR DFEBRIZEEDRFEO bl

INFETOMBTEE LD L, NNS BEHA
IZBWTH HLA-DR X & H A & MR EIZ 5
BLTWDA, L243 L WO BEDOHIEs o—
Y TORBB SN2V, TRbBM LD
EENTFET DB b5, FRIT L243 1T
BAY U EREES (MLR) ZHETE 2H0K
ThHHI b, 77 ANBRIZE D CD4
RaDob, FEEIKEND DFREND 5,
NNS ([ZBW TR - THERER YD
BORERAONDERMPE L. HDWIEZ
OD|MBEEBEERLDLONL LR, 722
NETHLNTWRND, f{IENDHRERE
CBER DD TREME D H D,

TIE72E HLA-DR (2 Z D K& 5 72 B s
TEZON? 7 TANEBERIBITHTaTT
7Y —ADOBEEITHA LN TR, £ OBER
ENREENICEET 2L EELIC WD,
HLA-DR {F/MafETER SN HBRIZY v~
YELTOAUNY T MNEERBET DR,
TrAY YV —LIBE LT CLIP ODHEH
JFEARREBICE L TA N 7o MEE UL,
HLA-DM DBhT 20 T CLIP &4 SkiF
AT F FEANEL MREEICEELTT
HMifaZ B MIZIRRT 5, NNS BEMEKIZIB U
T, SRS hina e SF ALEAEN Y
7AY VY= AZEBL TSI ERREN
TEY., ZDEHIT HLA-DR 5T CLIP
72 & OB ST B> DEMAE Z o TV
5 AIREMEITE E TE R,

—7J7. HLA-DR ZD b DICEERENH D
ETNX, FOBEBGFEDLDIZERR S S
AREMED B D, PSMBS AT TAP BT 72
ELBHIZMHC 7 7 ANBEBICH D Z b,
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NNS &R EA 72 HLA-DR BT Dt » F
A 2 ERPFET D AREMEIT R E TE R,
SHROERDATPLETH D,

NNS DFRABE 1 BT 2T L7% 7 7
AE L, AORENWERLR L, DT T
HDBBRLTWDLHRIZH D DX, KER
INHETH o7z, LU RIEDBEERIER TITE
L/ TE B EELNS, i, /MR
&, Mk, EmE EERo<CE - s L g o
JEFIXZOFERRLTEHY, S bICEREE
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ITEEICRFTARETH D, BiLE < DEF
W L TRBERIC L 2 RCRIER O
BOEBRET D & &b, SREIREIICERER
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THZETEDOMDYA NIA2, FEDA
Y, TTARIDAUBED XS ITHER Lo
WETHZLT, B 7D TF—
DAL Z ERHFEIND,
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A&, 95 2601T6 » HU Bk S,
FEMHIZIRIL S o 72 b O ORI ZEREIC TS
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V7<= FEEICT, ex vivo TERIE STz
JAK [HEFES NNS BFICRESh, A TH
ol LHE S, JAK BEEIRIZOWTIE,
AR THELS EFESNDTFETHY ., Zivd
MEEBRICFE -2 9 Z TR L L TRE

HWBETDHZEERETT D,
E. i
AROWEMIRIZEY, FT~TaLREE2EFo

EHEOTFEPHER S, 4B bBERHER
LYDZENERTE, o 1 ERICES
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WZOWTIE, THZ 22200 b, T2 E
DEIRERBRDHDDONL, FEEAHT
& 5. NNS OJFREMEINZ AT THFZE S — 23
ATEBIZRDOEOEENRA TEFHRT
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autoinflammatory  disorders: towards an
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& Orphan Drugs (ICORD), 2012.2.4-6, Tokyo,
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Yoshiura K-I, Furukawa F: Nakajo-Nishimura
syndrome, an autoinflammatory disorder with
partial lipodystrophy, is caused by a mutation of
the PSMBS gene encoding an immunoproteasome

subunit.

The Asia Pacific Meeting of Vasculitis and

ANCA Workshop 2012 (AP-VAS),
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Kanazawa N, Arima K, Ida H, Yoshiura K-I,

Furukawa F: Vasculopathy in Nakajo-Nishimura
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syndrome.
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BAG BN REEmRe EHaVERETIRIIIESEZE)
() WHmEE

FAESR-7 o 2 O % - IHER % - ZRER ) L/ NEF RIE IR T <RI T 2 158

MgEoEE By —k  ENREEEERIRIEH AR

R BRI B Bl L JE S BBl = 3 A D78, JEEREHID MEFV
Exon3 variants ®—&IZHSLTREAMESRER-7 741 O A % - HEE % - 2550
YN RIEIERBE(PFAPAMERZETHIENFMSEN TS, EHERAS K
VRSN EERRICST 2B AFIZESE PFAPA B35 100 DL\ T, BRI,
BEMRR. BEORENRICOVTRERIIL. Ti-. KEDH 40%IKiE
EEE 9 571=6 MEFV Exon3 variants 2 EDBIEME =L MFTL =, SbIZ,
YA AL TaT7AILE CD64 RIS IFhERF L DFEMZE T oT=0
SEBICIA. FHEEFCIEE L L DEHEERERD. BERED Q0L (FF
L<BEEEN TULV =, MEFV Exon3 ZEEIZFEHAMoT=h3. F{ERFIC
IFN-gamma A LH I 2ERDALNT=, 1FthERTRE CD64 2F(X. thD B
CRERBOCHMEBRLRELLELT, BEBICERIZFOSFHEALEL

THEY. REDRBEELLTERESAONT,

A. WHEERY
BARERRZ-7oO4EORR - EEX-TH
BB Y >N 8 9% 5E & B (periodic fever,
aphthous stomatitis, pharyngitis, cervical
adenitis:PFAPA) (&, O #¢. SEEBY) >/ \Ef
K. Bk -EEREHIERREEERE
THREATHDODECSRERB THD. KIiE
[FEEHPENDEEE QOL AELIETT
5T-bTORIZHNEETN TS, =,
JEHRBMLGEFELSL. EHEBELBN
AFT—H—DEESHFSh TS,
RiEERERIE, hiEIc2{abh
PELAHKEHERERT. AR,
FEfET A RERCEBANEENTHS,
Rt gEE0 Tel-Hashomer E#(C(X.
2 DDALMTHEENTIND, 12(% 38° C
LLEDEL 12 BE,D 3 BIFEFES. e
ERELTHEER. FRAIOMIER. DEX.
THROBEHREZHESHBFTHS, HEB
IS, TEEE/JERBHIE, 38° C LT

DFEL. 6 B~ 1 BAFRERIERR. BE
ROGVERE. BRELESER. Bk
PERBHIZADNDUNDOIEIZFRDSB.
BEDERERT S, BEHILFTEE/
JEBBIBIE MEFV BEFHELELRS, &
. RA5E2BOdic PFAPA ERZETS
BENNBZELNELN R TE,

Foy-S 284k (Fey-R) I, 186G D Fe #p45HiE
BL. ATV ERELTEIK FoyR X8
FEHLRLED 3 BHE. T4hHB5. Foy-RI
(CD64). Fey-RII(CD32). Fey-RICCD16) A
BIRY, FFRER, BEk/Too077—2 NK
MR EICRERE LTS, CD64 '/ 7—
lgG I#EEL. BRMEL T 4—L oS
7. IFN-y%> G-CSF I2&->THRENAEES,
Bl 2FthER0OD CD64 R|IRIL. MR HERL
EDBEHDNGA—2LLTEESAhTY
%,

PFAPA BEIcBITHMEYA AL T
0774, MEFV B{=F##47. CD64 IR
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EREL. EHOE=0DN(FT—h—%
RE9LZEHELE,

B. W95k

RHERG L UICHRINIRT PFAPA &£32
Br L7= 100 flZEx& & L=, CD64 RIFZ
F/ERD EDTA i1 50 microliter (231 CD64
Bifk7Z 5 UIHL CD45 Hifk% Fm L,
YFehERE K UPBERIC gate A4 T, CD64
RIFERAT=.MF| O Geomean A S IFHER
1@&H=Y D CD64 HFHEHE L=, R
BREERL L VICREBMTKPOYTA M A
A% ELISA H 5L CBA flex beads i
THIZE LT,

CC. WroeiER
7473

HABOMEERELT, ORK., B
D2 \gi e, Riks-IHEE 2%, FEYE. IHEEE.
EHZEZRD. TTF/ I ABELEAEIC
FUL-RBHOBEIBENERREER
B, RELREIZ1BE,D 8 B TEY 4.2
Bi2of=, HBMEMRIE 1~2 Alc1EREH
of=, B ABBELALNENIEED
Bof=, #1 A0%ICRERRBEERD. £<
EREDBADELLN—FHIZHKR- B
ROREZTIEEEZRD . RUREHAGE
TEh TV BEELH T REFHIL I~
b MICBULMEIARES § flabhiz, £
SB5ICHIICORP. ME7SOCFADEIE
ERDT=, BARIE BRER. VAFIUOD
FRIRR(T0%EZD) . RIEKORIBEER
FTOAREERE(100%E%)) . Kk (95%
A ZETo

CD64 #E(K1A,B)

BEREOOFPIRS LV ERKREIC
#1715 CD64 FIR(L, PFAPA 2B W TIXIE
FAEBD CD64 HHITavbo—LEEDHD
B, RIEFICIXEBAEICERLTUL:,
FMF CHIERIERFIZLE R F4EETIX CD64
DFEBENOOEFE->TLV=H, PFAPA Tl
FDEILNEETHoI=. T, NIEHKIC
HUWTIZPFAPA DR LETEEIZ CD64
DRBEVHESTLV =,

H1A FPImC0B4FIR
P=0.002

p < 0.00600001
2< 50000061

PFAPA FMF

B1A BROCDBSTFR
p=0027

£<0.00001

£ <0.000001

mFEYA AL EE 2)
FEERMRBEEARFEEROMLE 1L-18,
IL-1beta, IL-6, IL-8, TNF-alpha, IFN-gamma
{E% ELISA 33U & flex beads FCHITEL
f=o FICHBREEMHICENT, —HOE
# T IFN-gamma O EFE#5B&H7=, IL-18 [X
HERBNTLERTIERL AN,
Rt BRRERMRAZELDETE
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B<EED LT,

B2 mEE A8
i 18 fogims w-1p s (23

j d S F SFSO S O 3
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PFAPA FMF PFAPA FMF PFAPA FMF
D. &£
. 5

PFAPA [ZFREFBCRERBEFERAE
SNTUWERW OB ERLZI LA H S,
CD64 [&. E fEHME B AE W BUMAE D/ \A
FR—h—ELTEEShTULVSHS PFAPA
DFRBEFICITHERREICHEAREZDHHT
={EIZ4 5, Foy Rs OFIRITEIL. 186G E A
LizA Y= ERIC&>T. HIEDORHE
EFZREL. TOHR. HEEREEOR
BROEICEELREIZE>TL S, TNF-
alpha & IFN-gamma [&A—FoS54 28I
CD32 &£ CD64 DERBEZRL. EEEA%E
HERLTULVS, % IFN-gamma O LB H3—
BOEFETRDLONz, COLFFRRAIC
BETHY. HBRMICIL-18IXBhTLERT
3IEmA BT, IFN-gamma DR EFEAH
CD64 HEDIEMICEELTULSEBEMEA
EZbNT=,

E. &

PFAPARE TIXREFRIERICIFRERTY
b UITEEROCDIARFE D ZALIEENR
HoN FEOHBZHEICEREEAL
Nz, FREDEOIMEIFN-yD LK (XCD64
HIRERICEDL > TS AEEMATRE S

=,

F. fEEERIER

G. WrFEsEER

1 FRICHER

Migita K, Ida H, Moriuchi H, Agematsu K.
Clinical relevance of MEFV gene mutations in

Japanese patients with unexplained fever.
J Rheumatol. 2012 Apr;39(4):875-7.

2. FRFER

Bk s RIEMEHRERL L 2 O8I
REWCST BRFEORESREER TS K
f 2012 4F 12 A

H. XBGREEMED HFE - BER0
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BAEFBRZNERMYE (BRERE TR IEFE)
SR RHREE

HERERR E TOEBRREBICHT 2R ZRER O

MEFV ERZET 5 R MEREAEERICBIT 20 A ML 707 7 A4 VORH

BRKZERRETIIRE FR/DER Bz

M

WHIEsEE AL

MREE BHORERBOP TRGEED&GWEEREMPERIL, BI»
LEBRIE LB ORWEHpyrind i E o — R T 5386 MEFVHRH
M EFLTWD — T, genotype-phenotype @ BSHE 23 BAfE T72 VN, BRI HL
B RERZ R L. S e F U BERIEF] T exon 10 R DHERF
TERHMBILTWDD, REBH B\ W ITFEMBIF] & S 2 FRIES ORI
MEFV BAnF® exon3 BREZZLEZIOEFENRHA LTSN TEY | exon
3 variant &I D,

A EIOWFSETIX, exon 3 variants SE] &, exon 10 R % H T HFMF/R 0
LEBEBEIZOWT, MFFOEL OREMET A N IA U EEE, £D
777 ANVOBEREERICOVTRE Lz, ZOFMER, exonl0lZZRZ D
> FMF #EFIZ BV TR ZRIL-18 EH 2B 7z, a2 F U EEIC X
D IIERT RS HET DICON T, IL-18IEEFIL Lz, Z OFER» L miEY
A M A EED, FMFORRKRIELZ B 2| O RMZUT LIRSS EDRE
fcEHATH D & BRI T,

A. BFZEEH BEARPERICOVWTHRE L, &6, 2ab

FIRMEM P EEL (FMF) 238 5 8 #E
FEEVEERE O HIZ 1L, FhER R SRR 72 R R 8
BT —RE L | FEEHIRE SRR R 8 S & 1T
BB REM D D VIZIEMBIE] LIRS E
—HERDHDZ ERHMBNTNDE, 2D L5 7k
BARBOENODR b —HIT, RERER
FTHDOMEFVOERAOTEEIZ LI VWA
HIEMHARTHDI EHRREBENTNS,
LU, s7 ) & JE B DR IR D 2D &
DX D RRIEFREDER I FHFDZEIT X
D FREATTRE 7R D IR 72 A E 0,

AW TIX, MEFV 5 FERZET 5
FEEIRBREF IOV T, MG O~ ORIE
A NS EERE, EDTRT 7 ALD

bt F U L BIRENARIBRTT — X %
sz iz, A MU AV EERBDE
RHIERICOW T HBE LT,

BJ1 ; FE - RAEAEFIDAER
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B. #rsGiE
XS R RTRE HDVITEET DB

72 E D> & JE BAVE FE BVIE (R B A% B o AL T IE B
1240 258 & Lz, £ONREK 1IZRT,
FiE o RMEIRM L D BifEk % 5y HE, DNA
EHH LE, 205 0EMETIZTOWNWT,
MEFV &EF D42 exonDEF| % fEHT LT,
Z DFEF. exon 10(ZZEFE (M694I. H 5\
1EM694V) ZFROTZIERFIT1I64 THY . %

D% < XA allele ([ZE148Q % £ 9 #H A&
~TuEAREEZ LT (AR, Exon 3
variants [ INDHER (P369SE &1p)
EROTIEMNI1ITA Th o7z (BE), Zh
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[B CRIEMERE & £ DGRBS 2 FH R R AR OMEL)
~PAPA(Pyogenic sterile arthritis, pyoderma gangrenosum and acne)fEfFAE~

SR RRERERRT - K¥EF - BERBREEDH HREKE)
HEFEE GERERERIRE - K¥EGR - BAEFRZREZDEH
REARFEEL, EEPEW, WAL T)
[PAPA SEAERE DR REMEMT |
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PAPA(Pyogenic sterile arthritis, pyoderma gangrenosum and acne)fEMEREIZI 1T 5
PSTPIP1 B FAEREZFEL, BEICKIT DFTEREREDRE (RIEER OIEIER
REAROCT R =Y 2AOTIHE) W LM L, E-BAER PSTPIPI f#ix &
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FE & LT 3L T I bR g B
Higk & UTHIE L, ARSI EE
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#H X TW%, PSTPIP1 X PTP-PEST
EEATHIENTET, U UL E
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TWHR, ZDEE LRBA L ORE
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AW CITEBLBE TR O
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AT 2 L2 BME LT, F
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VRERE L,
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T BREFNZIT PSTPIPI B s TN % £
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