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Tumura M, Mizoguchi Y, Kawai
Nishikomori R, Yasunaga S, Takihara
Kobayashi M: 51st American Society
Hematology Annual Meeting, December 5-8,

2009
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transplantation with  reduced intensity
conditioning for patients with  chronic

granulomatous disease. Mizoguchi Y, Miki M,
Kajiume T, Nakamura K, Kawaguchi H, Sato T,
Kobayashi M: 51st American Society of
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2009

Hematopoietic Stem Cell Transplantation with
Reduced Intensity Regimens in Patients with
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Nakamura K, Sato T, Kobayashi M: 5lst
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2009.
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% 1 laboratory date

leukocyte fraction immungobiochemistry specific antibody

WBC 8390 /ml IeG 966 mg/dl S. pneumonia negative (negative)
neut 19 % Igd 292 mgdl Measles (HI) <8 (<8)
Ly 69 % IgM 76 mg/dl Rubella IgG(EIA) >128  (<2)
Mo 4 % IgE 54  mgdl VZV IgG(FA) 40 (<10)
Eo 7 Yo IgGl 566 (423 - 1080)  Mumps <2 (<2)
lymphocyte fraction 1eG2 242 (265 - 931) JEV(CF) <4 (<4)
b3 72 % IgG3 32 (5-121) CMVIgG(CF) 20 (<4
D19 5 % IeG4 <3 (4 108) EBVVCAIeG 20 (<10)
D16/56 2 % CHS0 312 Uml VCAIgM <10 (<10)
D3/4 52 % 3 97 mg/dl EBNA <10 (<10}
C'D3/8 26 Y% 4 19 mg/dl Polio type 1.2,3 <4 (<4
NK cell activity 6 % (15 40) VZV: varicella-zoster virus

Lymphocyte ¢ransformation test

positive

JEV: Japan encephalitis virus

13
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(3 F/uL) ZFEfsni-. A% 2 y A TKE, £#% 3 »
HC PRSP #fil%, A% 5 » A THRIES, BHAET
FidD. IFNy FEARIK T2 MlattaE RN BESL
TR E S Tiens, BIEbIRR, iReLE2RIE




L7-.

4 R IVEFECI R 2 D PAZEME IR E ¥ 4 (BOOP),

M RERALBE, 5 mELVEEN, SRR RERED, TR
=ynay, ¥YaARY (CyA), AVRLFE—h
(MTX) BFRBEERATV, FERERIRL Tz, IR, £
WED EDA-ID 2%, IKBKG #in+ & RIF &
(G505C, AL69P) TR, Wi LT (R R F/ R
Bt PRV SEAEICL D).

8 VR R AN, SEE T, PR, M R
DHE, AT aAR VAR T —RRIR LN, £
DELIERFHELIZ 720, 9 B CRZ N B ABLE
5.

[FIRRE] REMRIAFE
[ ABEREBUE] B E 102.1cm(-5.8SD), (K& 19.4kg,
{KIE 36.9 £, IfJE 120/70mmHg. i FER{EIFE 7~

8mm DAJRMEEGEEHY . IHEERR L. FHE, M5,

REERIT AR L . PEE 7~11 /A

(AR R] R 1S8R

[ KIBENEEE] S KIS HEEERMOIEBIERZEHY.
S WRFERS~ TATHREBBAT IS RIEEAR Y — TR A
HY. FOFHMNE A (1K 1).

(i ] IEE A B ORE, by, OF
AAED TG BEANR AL DO G EEER B D B, 4F
EIZHAL TRV, ZEERL. FRERZL. (K2)
[Fa@E] KRIBNEEE CHREETRE AELh28 LY
Crohn JRAPEEHIBIL 7. AT AR, CyA, MTX ##/H
FRIEDMED T, MHERE B B HTT RSB bii-7-,
HUTNFa FURRA] (1o 7V~ 7)) B 52 RFLTZ.

[t 5 ik]

BERMMY L/ SBRE 2L — a3 §i CD3, CD4,
CD8, CD19 #ifk (Becton Dickinson), £ HLA-DR #i
{& (eBioscience ) % i V> T, FACScalibur, CellQuest
(Becton Dickinson) CHEHT L7~

HMBSNY A A Yt BE2MEZ Brefeldin A
(Sigma) f# fE£ F I ionomycin ( Sigma) & phorbol
12-myristate 13-acetate (Sigma) T, 37°CC 4 RFHFHIH
L7=D G LT, Y fB1Z1d Cytofix/Cytoperm kit
(Becton Dickinson) &, #i CD4, CD8, TNFa #i{k

15

(Becton Dickinson), $T IL-17A Hif& (eBioscience) % F
Y

AR O RE AT, B KRR R R
TR BB AR LT
(B E~DEE] A 7)F s ~THEIZHO0TE,
THFIRZE ST B S 0% R RIE A P~ T 70— 95 1t
THATVR T RIE | CERKEEDOHHEER
SUHFBLAREZ T 2%, BEBIOREICHLT
FANCHH7HAEIT, LB CRBELE.

C. #E%

A7 VX~ 7 BlGRTO BE R ) /BRI,
T fAEIX CDST AL C, vdT HfA (15.2%) El-& oM
RO IEMEE T #fa (CD3+/HLADRH) b 15.6%&
BmLcwiz, MilaNY AR b A0 g T,
TNFa+/CDAT 2% 72.59% (AR FEMRGIR BEE . 40
~70%) LEfETH -7 (K 3).

B RIGRIEHLER O e E Yt Clk, FEIEE A I
CD79%a [tEfifiaz 241, kv C CD68, CD3(CD4 &
CD8 (B tA L) 2388703, CD20 BrtEimfaiiF &
AEBDOLII T T ML — Sk LR P~
RADFO BT (K 2).

A T7VX =T Smgkg#® 0, 2, 6 B E LD A,
6 W (3 [B H) E /T TNFa+/CDAT 728 26.73%,
TNFo+/CD8T 75 23.13%¢&, TNFo B T MRS K
B L7z, LA TNF o BEPE T MRAEIG (s %
AL (K 4).

RIBHNRETIL, 3 [FH (6 1) & 5% I FEIEHEER
BOUE, MR ROBRNRBD b, IR OB
BLOEREGRDGEON. BtE 14 7 A #%IRY
—IRECIRABTIRF T 503, FERRITIZHEL
7 (4 5).

5 [B] B & S5-I Campylobacter jejuni I FERY %
MR EDFR LD, I EERBERIIZED LN
T ATaARBLOY 70 ARY kY, 7~8 B
DA TIVF 2T REIZL>TERa br— L T&
TWa.

HE



EDA-ID @ 25%I3 5Bkl D RAETERTE
BAEHEINTHY, £OKRETIEIRIEREGRENR
HHRA[1]. BN THRESENT RICE->T Crohn i<
Behcet Ji AL WS- EDA-ID SEFID HD.

— R SRR BN R T, BRI REFIE S
pREnpaan g, Vo SERIEN OIRE R EEFEOD[2]. L
UABE T, THEMIRERO BEEREZRED,
TR EREEILIZ LA LD T, — kA7 Crohn Fii-C1R
EME KSR OMBREL BR- Tz, —F E39X A%
OFICHBEEDIFPERKIZE, REREL, KBRE,
FEIEE G B O NE & BMERAERT L T2], L15S3R b
1F BRI AL D R FE T B[4]. NEMOTTC = 205
KCh, fFHBR, RN E 2 AT LI RIS
CDAT #ANEETAB128, RBFIXINLELR
o TW5. RBFHITATOAR, CyA, MTX HFRIHRE
FOMETHY, E391X, LIS3R EAT AR, &
EHIE SR OMBTR THHIEEERTDL, 0K
RO 35 B HHERPT RSB U WRBIEIT R E TE
720,

2007 4E1Z Nenci HiE, NEMOE*C = 2 CII R AEME
ISR ERE BRFSIET B2, TNFa SZRIREDE TV /)y
IT Ry ATIRRBEMBISNEZLLY, ARRREIC
TNFo BE5T5ZE%RUEZ[3]. RBFEORMM
TNFo, Bt T Ml 7VF v~ Tl k> TERL,
FERL B2 84, BFE CHIFREIC TNFa & TNFa
BBtk T MRS LI R R T D, A 7YF
=7 VEFFF O — D13 TNFo EEA MO EE THY,
Crohn % CHI& 5122 KM TNFo BEMEMaOBD 2
BRIND[S5). ARE TLRHEBCRRICHESTD
DRRETHCTHD.

NEMOECK® <= 2, I LR/ SUT 13 IEPHIE R
Yoz FORESEL, FEIE T O IE & S MRS JD RIEH
HHRINAEEZHNTVAA, EDA-ID Tid B Bk
gEbiE/ b LPS X BRGLERL T, IHR
RIEMEA DT 5I21T, R NEMO OREFEER,
EIRE R (reversion) \Z L ARG REIERNZZOND.
Nishikomori HiX EDA-ID fEFID T, B, NK #lfEic
reversion HIAAAFESAL, reversion FIARD YA N A L BE
AREMBIINL TN BT EERLTZ[6]. ABRE THRMH

16

LAz reversion #2- L7z T A MREIN TS
(FE/NERITAEDRRATICE D) . EBRICIBR BT CTRIE
25 L QO O0MRETEED T 5.

4Bl EDA-ID (22 B8RS IE MR R BT LA
7YX~ T RHE AL, EDA-ID ITHIfEA FAE R
PUBAEI T B 5 RS HY[1], TNFa ERTIZL0Z
NNBEE AfERERSHD. RREBICKTT D57 0%
e T L, FOBRIGHBHINEFIZ LIHEE
WCHIET & LB LN

EDA-ID =& PFLI-BE1aM: RIEMERG R BT LT,
#1 TNFa K285 U225, FERB X OWNIREERT
ROWENEDN, RFREIEH TH-oT.

\\\>ﬁ~
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7L
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BEAFER AR & (ERE R FEE)
SRR EE

HERMESIEM IR B A S 0F Uiz X s e MR SR REIE (269 5 I S fe it R
W EE FE  Er RBAE ik —R
AeHRE KRR FEREF R NER 2B (R, P RFERE)

MAEE

X- RN EREE (X-CGD) TEEAMED CGD BaENG% & & fF L I EFI %t
L., TORIERIERE L TEFLBEZER Lz, TE2XT AT L0dLLbi
IR TH - 7- CGD B DIGHIC b Ak LTz, #iRMEo CGD BEGR 2 &
B U7z JEGIOTEFRERE O — DI LB b BIRE O —2 L 725 L Bbh /-,

A. TFREH

12 4 i 3F & i€ (CGD) i+ . NADPH
oxidase DEFEIZHVGIEEZ SD
AARIAMSEE R £IE CTh D, FLEAIDOE
#° IFN-gamma FiER 2L - T
HAOABERREED 2 b a— LT
REL 7p o7y, CGD BEEMEK A& f
LATaA RELFERAEI L2277
VERI T, SRR ST
D4y EE S RETH DL, FD
72O BENICRIERIEZIT O LEN D
%, BE., CGD DORIGHEEL LTHE
M AR ORI B HE ST
W5, LaL CGD loxtd % ai&feri
FARE D EGE Y, R EIC~% - T
W5, EHICBHEY —AXFRE HLA
—H N —OFWMARTRIZL > T
BO., E@#lFS—BRENATLEI 2
FORESENRE > T\ 5D, SEIFEXIE
BB R 2 A0 L7 X-CGD JEH
WXt L CE#E R F—NHEELR)-
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Tofesh, FEME FIE R MBE 21TV,
F A CGD BRDIGRERRE & L
THEHEMBEIET 50 E ) Em
L7,

B. WAk

<JEH] >

9B IR,

FEREIIE X-CGD X+ V7., [Hig
X-CGD, 6 #» ABRRIZLIRBMEY /3
%+ 10 » ARRICALME RS - TR
& 77, Dihydrorhodamine-123
W7z FACS fRHTIC CIEVERRR
EREDIA S RMET . £72 7TD5 HUE
% V77 gp91phox DR EEL T %58
7= (X 1), CYBB OB THREIZT
fvhay 5 O—EEOEREYR
AT TAAEREMH-T-X-CGD &7
Wrl7-, £0%IEA MY Y —n® A
7 Z®DTBNR & IFN-gamma D
TEAITV, BEAERYYE 230D 7 18
L7z, 6 ke, 39 DI - fhkER




1
B LI YR~ ABE LT, M
K& TiL WBC 7500/mcl (Neutro
58%, Lympho 27%), CRP 6.1, TH#BH
LENRERE CIXEITHEE» S [
T THRERS BN & £ © G E Hh I8
OECAROFEGEZZ O (K 2),

BB

X 2
RS X, HE Qe TEE DI
EEMEDORZFRER, U RO, K
IREARBOZEZFRD (K 3),
CGD BH#EMGR &ERBHIL, AT A K

TBREBAR LI, AT A FOEE

X 3
EEDBILRAERD AT oA FEM
HOBEMSREECTH -7z, IHIZT A
X NRICE D LB b ik

0 SR IR S O LS R EE &

H L, EmEaBEEITY 2L b
Liz, LI LEWER R —0BFEELR
Mo 7= 72 1-locus mismatch D FEML
e R IR 2 iR LT,

C. fé?%

ATALE T3 - RIENTFEL TV
DRIST HLEZEE L7-N, ABFREE K
L, BBHEE TR EEZ TR
BERIERY 72 BUS(16mg/kg)+CY+ALG,
GVHD Fhi% CsA+m-PSL & L 7=,
it CD34 BtEAmlasi 1.1x105/kg
Thol, GVHD (2L A ELBbid
T H#1(1500ml/day) 2 — @ MHEIZRB D 7=
N, MTX o ETHELE, £5



