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[FEFINEE#E CMRIRACEWRAZZTDLEICKD. FITZHHTRETT.
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SRIKDBZIFIT V. COBSICIINER TRAMEZ SRS EDCENNBELGDE
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NWDERRFTE.QOLEIR DIEDICIEG-CSFNERRIB S H 1T\ BRPRIEDREE RS T
eV IBMBRARRE DIBERRAEIC KDLDE N ZBITBEFOH R TLELED.
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RHDEARMEDMADRR (RIEBREIEB MR OEREBIAEREF) ZH_J &
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D ZDBEICEEBREN RONDCENHVET . RIEEHITB MR OEBEERFL
RUEIREHTERL THODBIBDIEEER EMEFBREEZ Z =TT DICERiE
BREMTBIMRCEBEN EIREHCER I ORI C. RIERRIEIC L OEEEES 2
DZEWNFEAD RN TL &D. G-CSFEBHRBIICIER 9 DL DICRDIEHEICIIEIEF
HRBEZEDFHRICITONZEZZ THWBLHDTLLD. ZFBSAROVEDHU
EDTRBEDIREOCRBN RERVET DT, G-CSFOFASMEFBRISBEEE D
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BELEETEIAIEDSDBERFICFAN.DOVNDEBTI..RIITEFHRNDD
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PRE  1EMHERZFREE

FLIC

IEMRAFRIEII CSHCETFOIREEDHE ERRRESLUORBRREDATRE
FERRIC KO- DI 5N D. BRI B RICHZD5FL VWRIREDERIRE HE 0
SERZEDCTRIBRTODET R (0,) EEREDRIEB TSN T REBRIC
280BU EDB BN EFRSNTHVE I IFROEERIZHTOBL T BEICIHEZDIE
OICELTENZ1T D CTHOET.

IREDIEMRASFEEZS AVZEDRKNZ BRI MMERBREICDULTIE. HdDTE
BSTEAIXD17YA—2Jxz0V-y(IFN-y) DFORZBETIU TE CTWNE I D INE &
MHEDBIIL TRODNAREETTOHEEDS+D TR KREBOARZETDICEND
<IEOTVNET. — R . BEFRPEICDNTIIERDNEBRIDBEED T T H. 8RR
DI CEMNBYREE oz BEEZRIEVRDICFIHOEED TEBHRIC
12D CECVNEXT. — A CRREEREEL T RATFBEMEBEREREDIDEZ RS
NETHIEMERZN (CGD colitis) DIFENBBSHICTEZO>TECTHD. ZDEZME BB
P EBEZDTUNET,
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SRR R(THIRRICHEFE I DNADPHA F 5 —EB LV DBRICIVELESN. RE
ICfEONE T () BMEEREL TIRX—/N=FFIR(0,) D01BER{L KR (H.0::8%
ICEDAFIR—IL)  RBIZREE (HOCHBRSHERICHEFS ) BRED LIRS N
[AESCR

’\ /'T ;UZ
\k/\ A H,0, =» OCk

MPO+CI-
p47phox

NADPH pEzphox
p40phox

Rho-GDI !

p67phox

278 o

p40phox

1 NADPHER{LBERRSIAX



IDUEEL<EDNTIH . CDOBER (NADPHA X5 —) [FBEB THDIFHIO— L4
b558(gp91-phoxEp22-phox H'575:5) E4DDIBIREEBS (p4T-, p6T7-.p40-phox&
Rac p21) DOBASNTLVET.gp91-phoxEBEBIIXREBAK LICT—RENTHD. X
BEIZMELHEIN 2L T MOBFEEREBAEALHETCHENZRLET (M),
HMREBRFIEEBE CHDITFHIO—Lbbe8DEHERHEIL THD. RN GIES
NEFOH BUISTELEBRZEE T DIITHEHMCEZDOD>TNET. ZDOMHMBIRA T
p40-phox(FEBIBATEEEICREN D TINE T,

s

CNETHIEERFRIEDMET T I D\ 2010F11HBIRE204FFR280BDIEEREF
BEZSSSANBERINTVET (). 220BEAOZEZDIBOERELTLNDCE
[C7ZVE T FI1IRa(E25-307% C. BEAEARTIEIFHEEEEICRIEHBOSNEE .
BRI DO ERTCNDFBSAIER2DEHDTI.

&~1 REDE

RIBER BEF BiEFE BEHK 2a
gp91rhox CYBB Xp21 166 80.2%
p22phox CYBA 16q24 16 7.7%
pa7Pphox NCF1 7q11 ilil 5.3%
p67Phox NCF2 1925 14 6.8%
paQPhox NCF4 22q13 0 0.0%

PN 78

it 285

(BB RZFE/NEFHEIES, 2010F11818KE)

&/2 tBROepIPhox RIEJEDEILTER

&R ZR

REEE 281(22.2%) 242(35.6%)

BAZE 89(7.0%) 54(7.9%)

R&-HEA 19(1.5%) 19(2.8%)
RATSARER 247(19.5%) T20[THa)
SREUREER Zfole 4%, 145(21.3%)
FUoEVRER 377(29.4%) 96(14.1%)

FTEE— 8(0.6%) 5(0.7%)

=11 1267 681

D. Roos et al. / Blood Cells, Molecules, and Diseases 45 (2010) 246-265




BILFEENT
gp91-phox|C D\ TIZELF BT EEH ERDEM D BTN 1416BE126TH
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498 (T3%) N A —DIRZETLE.ZEDARREIEX2DLSOTLE.

RERLUBBAVDBELETEEE

CCOMBBINEN ZEBZBREFTZIXDICHICII.EEBICEO>TREEER VR
NILFILDEBOPTEZICZVDZRD. FNZRITDRE D IDLEZEE X 2003
FERERBEERIEMNRRCLIOTIBREBDOFSISIZH T ELCEDEL
2. CCTIEPINIVFILRIZF TR BEOEXR > TRV THFIE. ZNEFEBHR
BICBEOTICRABEIDIBETCEDILID.IXRLEDEDTI . R—LN—
(http://www.med.miyazaki-u.ac. jp/pediatrics/miyazaki_ped/index.html) Z=8B\/= 12
FEHFENTI. 2D, CCDEFHE (EBEENEREBHDIRR ORI E
HZED) ZEEZENTESV\BRETERICERII T THSNDECAEHDET.

BBA
[1] BEROEBEL TUIRBRRDOEZTFORDICEH. VTV EREITITEE
L&D. LAOL.BCCIEREIERTI.

[2] STEAEIUNTD) DFMHERS.IFN-» DFHEEED1THN. FRICERML TLE
9. S@DOPYT—MERTI N 206BICEEL CTBDFJBEADSLEBNCIEE
FLIZ (QULER34.5%) . ZNICEDET L STESEINARE D622 (93.9%)  IFN-v{EFH
BH'26% (40%) TLIZ.

[3] MEBRE(CHZ3FV —ILATCZ)) DFHIRSH I9BDLLERFARICKIIE
BRERTHICEN CTHDICEN /SN TNET.

[4] BMERRIFOEEICINENENRS. BRIKEN. NEFAIICKLDIARIBERE
TRBAZIPIZDCEDNBIINT T ARIIBRD LB/RIHESEHOEIT HED B
DICW\DTIEEICEZ BB HDEXT.

[6] SMEFHBRISEN . BARTII1992FHSEARIBNIL 2006 FEREL TIC326I(DCGD
BEMCEBSNTNEI DN . ZDOOBTHRESTIBEN RSN TL\ELT . BHEISIEB
BDDOECY+FIBTAEB TIEFR TR EIBOETEATLE. SERIALAEZ T TE AR
FT—EDONVYVF VT EHEDEEREDBERGESSHICHLIVBAANSNDERNE
T._DEEHBBLUN TR SNEZRIIFHER DK IEHBE TIIHITLZ. RO EHE
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A

[6] BILFBECDONTIL. BERIEBESICLIBRMEBEERT (CTELNE
ERIDERROSNDCENLD. KIN—FINGEIRZELIDET IAHE. IRIGFKRTILE
RED—DELTERGRATEZRINWDEZTZ TNEL TR CTEL ST BEN 95E
DS2000F(CITHNEED KEHBREREBTLZ. LHOL.2001EDLS4FEICHIT T R
EDInstitute of Child HealthMA.ThrasherSXb R-1V2J 50 J)LbKFDOttIEL
5(ECreztETMIERL 72SFTgpQIphoxZFBNT T JIL TPV = I X 2B F6
BBl . BEBDEHRNEEF TNET..EIEMDS/Eviia ST IO~ XD REBIA
BAECE/VUI—TZmdErd. —BBESNTVWELED . BUFHLWLW Y F O
JUINRDS == AN H D ETBSNTUNET.

REBARTE.CNSD—EDEBILTEEERNOIREDRILE DIZE DS IEF
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TBDEEZEZTHEDBBEEREZYSY—THAD =T BIR T —H' B DH S VEF AT
RICEMI DFEICEZDOTLNET.
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N EHPNTT . RIEDBEWNEEITIE. ZDEFIIERIETD.EVNOESUWEEZETI.
CNIFKEZDINO—)LITDINEDNDERICLOTHIEI DEBCKEERBDPTIV
"5 KRB (Familial Mediterranean fever: FMFERFEBDBEBNF=ZEDT
BELET) DEEGYZIEIRT 9. £/ I TlE RIERMMPBEAD IFRBIZIH HD
ED DD CDZSE HAD 1BRE<S VRS BEIDBEH . RIRDEIR. HE &
(Y=

R

REEBDEFREEL TCLREAZIE. PUILF— BEREER (BRR) H'dD
FIH BECHERBIIHEDNFHRLICVRE T DR T ZBIFRTDD DD,
RERIE . 2. BCRBREBREIFRASNT T EZRORL T I D HRERIE. Fie
PECRERBREDBEDGL\VNI TIEHIFERT v. CORTERLRIRAD D
SRMEBILFERECHOIEN D DOTETUNET.
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FIXRMEH P BRDFAEF & (LOm D D20m A BT I D DIRHRICHIED HO5ND
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KO BRIENRE I OCETRINT T (RIEX) . CORIE. 9. BIR RTREDIKED
BEDOAB. BLOUM. GlE. BRECIINENTL\DBEZHHRO>TL\DELRTI.
IR IC(XIERAE<ZD. ZEBRREZELDDD | A DRFEI T I . BETEZ 1+
DCENBVET.

ER(I2-6BERER T 4BEBD ZL\LDTI . G EEBRIECEIRT DIODER
BBCTI A\ THEFBB CTIENFEDEEBFC—HLET.BRBEMBEIRFCRECDSC
EFRDBREESHDIERTHDENFENETT . BRIIRE CE/RERZS
NOIBPDBEHEFRZDEEHOET T FFHRBFITE FERD BEIS K
S BHEIREL TSNS D RBENE. BB (AR T &) WIRILREDSH
BOEIR R REZHFNET .
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LZE 9. CRPIE10—20 mg/mFEDSEBICEVNET.
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