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1. ZHRAE9 % HAY T, C57BL/6 (B6) Ly5
L1/Ly5.2 F1 = 2% Lo v be L
. FEEROKERBR A%, group-
1 & LT wild type (wt) B6 Ly5.2 bon
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e marrow (BM) A2 :wt B6 Lyb.1 BM
MM 1:1 mixture %. group—2 & LT
CGD =7 X (Ly5.2) BM #ifa L wt B6
Ly5.1 BM #HBRE® 1:1 mixture ZFHFE
NB@ELE, kit 2. ZRIFTZEHT
., ¥ MZ Ly5.1/5.2 F1 CGD
TURERAWDZ L EZFHE L TWAAR,

BIEZ D strain ZERFTH B,
BHE~UAX0 4B LiICmikz R
L. KEm$IZIsiF 2 Lys. 1 #fas Ly
5.2 MilRnEARE 70—V A P A—F—
ZRWTET LT,

2. &t MERE CD34 BBiEMIREER L L
. clinical grade LV bR T AL AR &
— XV BEFEAERToT, ASRY
AT LEEBETDI-D,. FRIZAREL
7= gas TBRMERSE Ny T RER LT, 5
BK, AlROBEHIIL Ty TR EH
IR LI-F=—72@BL TV, 77
177 e} /Mih Ca— b LRy ZJNTL
b ANA LEZREERETHIET
2-3 HEIOBEFEABRIELZIToEZOD
b, MRAEFER, HEHE, BETFEA
PDERBLUREFREBHEET L, NOD/Sc
id v A TOBFBEELFTML=,

R W S

1. FHEIZREV, BHEERZT--, ¢
roup-1 & LT 7 PE, group—2 & LT 8
oL vy bR efn, < v
AREHIERFL, BEET 4 BBIV
8 BRF A COMTNFRETH > 7=, HR



L A= BNTE TR 40-60%
@D Ly5.2/Ly5.1 + Ly5.2 X A U X ADE
B2ih, 8 BETOMFTTIIFAY XA
DOHELIPREBIA NPT,

2. & MERE CD34 B~ DEEF
EAEE 3EITo R, 3EORATCHE
DIRNR EOMBROBLRIIA NS, &F
By 7 2BWTEFRAERI AT L0FH
HARE T, B FEAZEIL ~20%
T, HBEEELINVTF v —F 4 v 2T
DR/ L B L CRARVRIF o5
%k L7, NOD/Scid = 7 AOBHEIZIB
T 5 BRESGOMREBHE L~y
ATH#EF T 6.1%, BT 15.2% Ot
NARRDAEE ZER LT,

. B

1. CGD = v XA B Mk (Ly5.2) & wt Ly5.2
<~ A EHMRIT. REMEHEEET v
TAIZBWT, BEEHFETHD wt 1y5.1 <
U AR L BEOEEEELRL.8E
¥ TOFN TIIBEREORBRITIZEL TY
oo LI X b= R|Z Lyb. 1/Ly5.2
strain Z W22 ¢ TCa vy Px=v s
strain OEIL LB RERIEOEOZHER L
TWaH, BohEERIVRLLE
BERTERAIRS L~ TOFHEEREEIX C6D <=
ATREEEEDYRWI LERLTVDS
o LML RADFEHBHEIZBWT
X, HSC L ~ULCTOBEEBEREIT 16 LR
TOXFAYVALZEVFEMTHRETHD
TEnD, ILIEBRBEEZBo THENERIT
HYUERHB,

2. BERICHTIRERBASE RNy 7V X
T LEHAWT, b MEEE CD34 Bt
WEBETFEANRTARETH-T-, B
EADRIZ~20% THY. LD ADA
KEEEGCFRFEOEKAR CEALE
(40-50%) IZHLTEIFR2VHDD,
FERLEZ V=N T L—RKR7 Z—D
FAZ—IRHERBENT L EEETHE
ERAR COMFERIIIT SR AT AT
HHrEEZOLNE, IbIT, BETFEA
BOMBOEYEBEFREEED NOD/Sci
d 7ot ATRENEZENS, AVR
FAERWDSZ & TCD BT HEETF
BERTORETHEY RBEFEABREN
HMRETHDIEEIZLNT,

. K

1. CGD = U A& HEMIlLIZ, 1EH & REAE
fEHB LU TREOEEERLATIZ
EVRREN, BEFIBEICBWOTEAER
BBt SRR ICB T 2 RR %
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HAL D 5 [EEEICBIT 2B
AR SN2 T,

2. FIHBER Ny SV AT AZ, V B
QA NVARY Z—{z kBt D34 BB
AR OB = FEA % BRI TEE 2
VALVT, BN ORLIIITL O BF
HARFEETHEZ EBRRENT,

. REEfERIFH
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BEAFBRENERENE (FLELRERSHIEFE)
(7r18) AFEHREE

FRBEEIIHT HEET - MREREDORR & BRIGH
BRI HEEFRET R T ADORESLIZE T 285

SHEFEE
ENRBEREY ¥ —BF5AT
B - SRS BHEGERE

U B

MAEE :

REVZIERDIERE L & BIZ,

B FIRER T OREDRZERTL-0IC, B
BEFE AR OZEER L ERE
FORBRELFHBN T HILENRD D, AR, X BadsEFHE
BIMERIFEE (XCD) 2 XBRER L T BB TFIREERDIFEE
BO—&RE LT, EABGTFORBEFEDORTZITV. TagMan
EEPREICIIELFEEBRB I AT LATRHELLT,

A. BF3EE®Y
SERBEEICRTDREEERE L
T, B FIRECMREEND D, &
MmEMEBE AR CHELERRME
i 7 E~DIRFEE L U TERM
ZERBHY ARXKEFETORELHE
MLTW5, L L., GvHD DFIE,
EEREEVOTIVRIBDD, Bix
FieEIX, B EMSMEERAVWSE
ERERL D0, ERIGHEE
RVRERIBREL LTHFEENT
W3,
EvxREBEEEE L #—2HLE L
T EENRERTFIRE= Y —T
DALY HMBERLE LTERMN EZH 0
WEBEFRENERBIN TS X B
B AEGE M B MR EELE (XCGD) %3
R L., XCOD IZxtd BB TFIAEEERK
WIEEDER L FOHEME L ZetL
RIETHZ ERFEIN TS, Ky
BRI, EETFIREERIFIOBE
2. IBERRICBWTFOEEBFEA
MiREE=F—3 HHFEOHNL T B
&35, BEFEETIE, BAER
FOREAMBHRERICEETSZ
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EPBBRBEITIIFRAIRTH D, FHREOE
Wiz lT, B FIEREREBDO 7 + 1
—F o eFa ba—AEBTEL, &
BT IRERORERED VAT LD
WESLEZ BT, XA CRET o2HRE
EIX XCGD DA 6T, AIBFEESE
D/NREREEEDOEBRFIREER
DOBRIZH GHEND Z B/ TE
2o

B. B3t ik

T TIZEST L CE B IREEERD
EREBIN TSI I —2 v /30D
XCGD BIFIEECOHT v ha—1E
LU OB ETERE INTZIERBER
EEFERICHTIBEETFHERETHD
IHEERFZBTBTT )V UTT
T F—ERBIEICHT D ELTFIEE
BEERMED o ha—L%E L iE
IEFEEa L )=V T b AU —b
L EBIZRETL, AFEICBIT S 7 +
O—7 v eFabra—LEMNEL
7, B FEAMBOB®ET =% —
THRED, SB L7 —T v/ -
7o ha—il, BABRGTFOEESL



THOBREEBA VN, i, ¥
ICIXBETFEAOSHREZAEL., R
RIZIE, EABRFOELTENIC T +
o—3 52t BRELTVS, EE
DFEHELEL T, EEHB PR
(Quantitative PCR, Q-PCR) D HEIEE
REBET D0, KERIGEMILTE
T DEEFICHTIRHEFEZR
=t BESI LT,

Q-PCRIEIC K BHEFITIX, AT =
— 7 %\, PCRIEOHIDIZITFEE L=
GREBLFEIIS U EAERNER
EhB-8, PR DEIEDRICESR &
NH5b00, EABGTOENERY
BTE5, K1 TRLEZQ-PCR DO
&> T3 5D TagMan IEZF AW

SEIF 4 1L, ERFIEEOENKRE
T 5 XC6D DJREBELE T (gp9lphox)
LR UAANRARIF— 2L 0E
" AN#. ) ADNAVCTETET B gp9lphox
B T%EBET T VANART ¥ —
D b2 gp9lphox AT cDNA % Fe By
CBRHT AT 4 ~—L LT,
gp91phox EEF exon8 WIZ 5 -GGTT
TTGGCGATCTCAACAGAA-3’ & . gp9lphox
BIETF exon9 PIZ 5 -TGTATTGTCCCAC
TTCCATTTTGAA-3” % YERL L 7=, cDNA %
HRLLTHWEBRILS 74 ~—
v FCHESNASEYIX. 114bp T
5D, 7/ DNA (21X exon REIZ
2,682 bp DA ral by, BE
@ PCR IS TITBIE L 2 2V, T —
- & L. 5 -TCATCACCAAGGTGGTCACT
CACCCITTC-3' %2\ 5, ZD 7 a—
T FAM TRV ENRTED, B
11bp 75 exon 8 # 3. 18bp X exon9
ICHELTEY ., &/ - DNA OHEIE KT
FCIIERHAEERE LR,

¥/~ b NEPOLVETSE—ELTE
NE=zY ha—2HlWA, EPOL &
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T —BEFEEBEOS S A~v—L L
T 5 -CTGCTGCCAGCTTTGAGTACACTA-3’

& 5 -GAGATGCCAGAGTCAGATACCACAA-3’

ZEERT 5, PCR E®Y 1 XX 138bp
THHVIC T~/ L7 5 -ACCCCAGCT
CCCAGCTCTTGCGT-3" &/ u—7 iAW
%, & PCR KIkiX. GeneAmp7000
Sequence Detection System (Applied
Biosystem) TR I/ 5., RISEMHIL.

B 94°C15 B, SHfRUG 60°C 1

DTTHD,

Fr cr_ward (’?}
. Primer

S immeee—y. e’

-
Reverse

e R @ -
' (-.; a‘?everz;e‘5~
, FPrimer
(f\'iL"> &)
Has . __/‘
<~ -
> >
S -
1 TagMan ¥EOKIGRE

INLDTT7A<w—IZk o THEIES
N7 aizERTa—T MR
wa L, PCREVEIZISCmEY T
TNAHBETE D,
HEEHERGELE o —T7 0%
Yo 7Fakk, R2IimdTL5i2, 7
YTV a B, THERT A0,
PCR D% A 7 )V (EREED) 12T
T, REIZWNT 5, —EDEXLT T
FTNAER & o7 PCR %A 7 VEiX Ct
(Threshold Cycle: B8 EXER{E
LY A 7 08) EF, ZOE
X, &7 DNA R OBIEF DNA D &' —
EICG UL 25, - T, Ct fB
NHEER DNA FOERFEEZHET
X3,



