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&P ZERERE G (CGD colitis) 3 i DifEiH

s EE i EE BERXFEFRNEREE
mawmAHE Kk e EE ER BERERFNIH

MRES  BEAZEEER K (CGD colitis)id, CGD OAEPHE L LT, ITFEDH L
WHAEDESCHERBAIORS, B EABREHOBES, BEEREOTHICMA TEEIZ
2o CETWD, CCDIXBEREEIZBI D 6 C6D colitis D X 5 Il RIEMER B % fF
HSEND, EMEBENSRELZERT I L L LI, —FTREMFICLEboTNEDT
RV EVIFFRBEA TND, SEIFEX L. BREREZEDEDERPES | 25
DAZ Y —=2 FICTCHRRINT CCD colitis FEFZ 3ARBR L., KRBT 74 "—B X
DAERMBOBR L BRBEY, OB ELZBEEZABEL, BET 5,

A. 1 XL®IC
1BMEAZFIEAE (COD) (IR RMERE R DIEER
DR THLEBEVWVREBED—DOTHD, EERE
HERIOESH»E L, BFRBHESREFIEERY
EOIREREORMPFE I TS, Lo,
CGDTIX, RIEMRE, FEREEMERIZEIE (&,
B, BEbtiel) P@BHEBR, SLEARIERZ: & DE
BERFHRAICRD b, REETEIC b RERE
BERIFELTWD, RIEMEGRERREILICCDE
FHOKFERIZEO L, Fedett, HWIFERIC
B, 7u—URICEHBLTWS, SIEYWEIT
INTED, AT oA ROGEIHIF 22 &R
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EHDORY ) —= v FTRRIN SEFDIE
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Wrai, ERELEE LD T ELARETRES
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0. 7 o—REHUOHIGHRER EZE X, NV
2 41500mg/d X3, 7L K=~ 1 > 2mg/kgh> LB
L, BE4mgE THEFT TH B,

UEBI2] @ 2 4B 1R I AITBHERZE
JESE DBZWr 232 1F, ARV IR IRCIRE
72 ECREEGIRR 2 E OMEE =T TV, IFN-
y R TEFZEAINLLFERICRERR &Y
R LUT, R EHIEERRER RO T2 h
D 7eh3, CRPOFFFLIHIER Er 2 RABMN B 5 &




WIOET, BEDOTEDOKRET 7 A \—REINT
DL, CeDRFHR & WS dL, ~ 2 & 42250mg/d A3
BEIN T D,

UEBI3]: 2 0BIE, fEFI 2 DB, A6
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ETHEICEEMERAIFFEIE. 1 4=l EFEE
BEEEORIRN, 1 6mAFTAEY A
FE. 1 7REEY o EER, 1 SRAERH,
TR L, BEREL, 1I3LASHKRDEIITR,
CRPREEMETH o7, FHEER LI KE 7 7
L AN—RRENTOIL, X2 Z$2250mg/d X3 &
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T, MRZFEIERIRT 2 6, FRFELHE
T FEEHBHEN 21T o7,
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BHEINTBY A UIdfmT5 L@
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144 D KB A AL, - BRI/ & 10
FREMAESED D0, BEE., MERRE
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BEE2E-S TSR H D, TITRBOT 7
Z Tk, U NIRRT/ & 72 P SEREVE AR RE R
HEFRD, SIEBOT 7 7 T, /M AF
FEMERIEIR B A E I TR 5, 1B MR EFIEE C
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1468 . WEEZ ERm TR, MIETE
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Y (foamy macrophages) DERMNFRD S, E
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FER 2 AR 1 FRRBIEEIC/N S < AZFIE
PERIERE & ZEEMBARD LA TV 5, &
wRO~ 7 a7 57— IM-CSF+HIL-6+IFN-y T
FEIN, BIZRAMOY A M A 2 TTouton
Giant CellBFEINTL B LEEEZLNTWVD
(4), CGD colitis THERERFIZ & DIAIRIR
Dwruar7y—UhkFEL, VEDLanghans%
EEMESCEMEMENESN 2, 3THLRLN
HZ 2L, LanghansZZE M EME R
R D ES 5 DOM-CSF+IL-6+IFN—~y &2 K & LT,
GM-CSF+IFN—y+IL-3, GM-CSF+IL—4+IL-372 & D+
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(chronic granulomatous disease; CGD) IZ
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FAERFOH R, AEEZX 1177, ¥
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27,

5 K % & OF U 72 6 O B IR JE K Tk,
37.5CLL EDFEL (68.0%) . TH# (76.0%) .
fEE (59.1%). REHEMAER (56.5%) .
AR (34.8%). HMLfE (32.0%) »
HERE»-T, L, BREEETRIE
XELLH 1HIERWTT T MRE] ©
bole, ABMEAVIRERE LD 14
DFH (4.0%) ThHoiz,

BRAFT R Cik, 10000/ 1L LA E o A1 Bk
BEAN23 60. 9% & M43 39. 1%ITH BTz,
HILENREEREIT 20 PICHEST ST
7o FEBEVERE (60.0%). EEH (50.0%).
1 & 5% R (45. 0%) BB A (40. 0%) |
ot (25. 0%) . BEEE MR ZS (20.0%) .
WU IEBE (15.0%) Ofl, EPTEER RS
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E0 . BEREOEAMEL - BiE. 2%
PEBEMR - 1855, haustra JH5k, BE OXze -
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Z Ofth, EEERIBEITIN 2 FITIEE %
Klebsiella & IBERE A 1 #9 >kH &,
E Y N EEREER L 1 FTIASE
MERR B3 H iz,
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EWEINTWz, 05 bET RAHO 141
ZER< 19 BITIX. HWEFRE (80.0%). =7
o7y —YRE (60.0%). §FFERKIRE
(40.0%) ., U > /3EkiZH (40.0%) . 4188
BiZ# (35.0%). HEZEKIZME (35.0%).
AR (25. 0%) | R IRIS (25.0%) .
FEMIRIZE (20.0%) BAHLNTIED,
FRZEMBE . goblet cell depression, &4
+ B RE. T T ZERRRB A LH
Hbdhol,

CGD IBRIEEPIHI L EDIz. AERFAT
D CGD B DEIFITATF 31 B (BEAH
Bl Tix 22) BET 5 il (BRE I TiL 3)
Tdholz, CCD BED 20 FEORAEFEIX
83.4%9.3% Th-oT=, 7212 L. BREOF
Bl (85.929.9%) &I EGH (85. 7%
13.2%) & DREIZEEZA BN R T (F
2),

4. CCDBRICRT HIER (KR2)

BRI H T HBENETIX, ATV
BEHINERLE L 12%. 5 BtAER PR
BIX5m9 » A Thotz, ThRIZEEM 3.
%E 10, BH 5 T, HICRHIAEDTH-
7B Enoto, AT A FiZ 44% DRz

BhEh (BERGFRTRE2RES 7 A).

iR 1. ¥E 8. EZh 1 T, THIZAHZ:
BINRE DTz, £l AP DOTa/ A
T4 7 AT 0% ICERE STV (5
FRLREER P RIE 4 5% 4 » A) . oE 4, &S
5. "B 1 . HHMEEAT 2 FICH LTS
HHIBTH-oT-, ZOf, 72 LT 7
YTy (12%), ¥Z7aAXARY) v IV
VBV, TXHAZ UL I F T R
TN, TLUE—=REN 4% (1 f]) &
BE IR TWE,
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FAREE R 10 f (40%) (THEfT X
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77
D. B
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FE MR B - BUB R A IR T 5 e RS
BARETHD, FRICHIT T, RIEMEE
REERE 235 (C6D &) Hl b IA <
HoNDEHWC o CTE, SEIOME
s F T ARFRITBIT D COD Bk o FEREfiF B
WSS bD EEXBND,

CeD mEmFNIciL. X EEMLHEER
LERAFSEREERILN TR BIR
WZ3HES 5 gp9l - phox KIBEIAH 4 55D
3 EDD, ORI, HRAaKSEE
5D p22 - phox. p47 - phox. p67 - phox /X
BRIVEECTFERERRE SNDHD, EE
{Z1X gp9l - phox RIEHITH > TH ERER
YfiE & RE$ DG S, BEERRAEICEK
EIFEE L7 b UBIERE L e WERIE B
ETCHET D, SEORETH, KEBHH
FEME B D gp91 - phox RIBEITH - 72208,
BRARERILT UbEEL W2 T, BE
ERNSEETHH L EBbE, 720 K
REBENRALLND L IND0, SEIORKRF
TIELT LY Ld o, DEFITIX
BEICEBPNEhoTeds, AT FE
M52 2E8LOBHIIRETH 5,

SEIRAELZORBRICERE L ER
ThHled, REMRE, SRENIFE.
R 72 & D COD I RFBB 7o FERITZE S o T
WRWAS, AMEREEI, Bl H L, 1H
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