Pk 8 EEEAER LA RETE
DPROLEEE - BREOFE & inficiT 3130

S AL RE IO 3 THilakr AR B .
FIRE T BB DR R & B
(HETF : HREAINRB R SIS R EOHE IR 4 5 PH5)
WERLE - B Mi—
*EREE HZE KA

B  ERUAELALEGHCH TS, THREREBMEME (TCD-BMD. FNSEMEHEBHE
(R-BMD O F I L MBS DLW TR LA, YHTRAETICOHOEFRABAELLIE. 44
®OWiskott-Aldrich syndromeicxf L. 5 9 B OTCD-BMT(ERF T MA:0.1-1.0%). 2 [ OUR-BMT % W4T
U, 4R EFEFTH S, 8HMICH U TIT > 7TCD-BMT TR KF O TVHIOBRERBETH » 1A%,
12k, REFOBBEIRTL T, Gﬁﬂbfs@%ﬁ%’%t‘tﬁﬁ%%ﬁ? UET U7, —HUR-BMT%
BT U 2REM T, 1BITONY REZEH L0, CVHIDLEBIET., 2HEICEFETTH S,
THhoORBTHHA SAMBE /FMEEFF —HF0H4CR, BHBEERFEHIC, BRIEE D
vhrao—-A UKL, Eﬁﬂﬁéﬁb\@ﬁ%ﬁﬁﬁ?"\“% EEZLD, BREBHBEY. BMEThBRmia®seE.
BREFEROAABELHESISERFINIREEATH D,
RELSE ERUERAELLEGN. EXERAYKBE AL, Wiskott-Aldrich syndrome.
THRREEHBH. FRSEMABEH. BRE, BEES. VI
VREN EFEEAMEELRLIE(severe haploidentical T cell depleted BMT(TC-BMT)
PHLA —HF & E BB HBH (unrelated
allogeneic BMT;UR-BMD 2 fTbHh T 5. 4@
OHRTCHRZThThOBRHBREOFTHELMN

combined immunodeficiency;SCID) . Wiskott-
Aldrich syndrome(WAS) BAE G FHROBDTAH
BUERT. BEFHENFATEBEZBROO TN

—7%KE. BEQOLIABHBREI—OR
ENERETH 5. BHBHEBECEHLTHRE
EMSAAHE HAOX—KURBHERL
ZPAHFRONTHIENEETH S, HLA —F
MEEROTVHE. M&EED» SHLA-

BN NS RANEE - -+ I VP oA

FRMZR : RN BRI FITTI9844E D 51996
FETOISERIc, BHMBHEEIT->72SCID6 M
WAS A BlDE10H1TH 5, TCD-BMT & 8 izt
UTRFO @, UR-BMTiX 2 flic U TE 2 [MATA

’)fco

KREHEHKE - BEEBHMEH
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E =
1L.SCIDicd 4 2 BMBH (k1)

6 DM 5 FCR L CHIAE S U TTCD-BMT
EWITUNL (FDo WThOREMS I MITET
HRIICBREERT U, 19FEICBHEEZRTL
FEM TR, REOEMRNSHINT 5 AR

PEBV BREICEB L, BOHEOREI Y
YoM R TREL, SCDELEWHMEIN/I-REHB
WAV 78R3, BT TYARCHLBGEH
BHEBEI TTDONI, TIEDOGHDERIE LN
PHEOBBRBBERHTEE 70T Y VELERD

BHEEAR. THREBELI-EEIoh, HALTHABROMMEORETH 5,
SHGVHDAERELTRTULY, ROOD 4
TOGVHDRBETH - 7=, TCD-BMT 2R L -
BT, BHELRE I aT Y VELERIREDA
Moteo FHr—OBHMPEBZEBLLY —XTSH,
THREBEEETLLEET, BFEOYALR
BRGEELELLN. RPBEFFICOM BRIE
aE ZH  BMT HiAAE &% GVHD & HHiE S
1. B+SCID TCD  none - N acute GVHD Ft1-(acute GVHD)
(9 Mo)
2. B+SCID TCD  none chimera I CMV #E B % EEH OI1Y)
(4 Mo) ik &5 #%
3. B+#SCID TCD none chimera I EBV-LPD T (EBV LPD)
(8 Mo) (57 Mo post BMT)
4 B+SCID  TCD  none chimera 0 fiti 3¢ FET (ARDS)
(11 Mo (3 Mo post BMD)
5. B-SCID TCD none chimera I fifi 4% 1 (pneumonia)
(4 Mo) _ (11 Mo post BMT)
6. B-SCID UR  BUS+CY full I U EFEE (0120 d)
(14 Ma) (DRBI A —%0)
£1 SCDBZFCHTIBMBREOY <Y — |
TCD: HLA-haploidentical T-cell depleted, UR: unrelated

EBV LPD: BB virus associated lymphoproliferative disease

BUS: Busulfan, TBI:

total body irradiation
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2.RAS KT 5 BHBH

APHCH U CHME 2T Ui, 4 Gk S
R LR STCD-BMT %, 1 @ics LTUR
SBMT 4T - 720 M 1 Tlk. —HHOBRER
BiEREh, Bl #MALGABOL, BER
BBHER -7, BERERRESTH 3, B
HIERICEEREE T Uh, BERTRLE
FoTW5, TCD-BMT ZH4T Li-fhd 2 Tk
BHEZhZOONV, BBV BREK LA ET
BT U, 4HBORAEFIIH LTI, HLA-DPR
~HOFMBEFF—boBEETV, BEE
FEhThH, WS OBREREFHEERE L
B, ThETRVLDHIOBRERER B L BK

~

HERBZED->Tho (REBREEILTHS)

WAS rBirXh, BRHBEHENI LIy — 28
BEALTH B, S o

R ZICWAS BESBHEAI®ICES U R
ZmUfz, TCD-BMT %#HEfT U7 2 TRBHE
BEANRZY AN ZRERIEC LI BRTE L.
EMSRBHACHBE TN SBRECERL
TWEh-eh BHEEOTARBENLI LA T2
TEBV B YV IMEERRICEBRUTRED
Uteo EM A CRBIBRBICHNGEMEHBH
EFS5FETH 1D, Frren &b, B
OFFr—HE-Ooh2MO2EHOMIZCMY B%
EREUL, AL HETM PBERETDH
Z3ELZEELTH S BRHRBEEETLLAYE
HESAPPABICOMY REEBREL., ES5ICAY

85 BMT ®iLE 5% GVHD B HiEI & fFiE CRiisnd HBR
1-1. TCD BUS+CY <R 0 71 Y = fif % BBHE
3 +AraC
1-2 TCD TBI+CY full 0 R % EfF$ O 5y
3y tAraC
2. TCD TBI+CY full I kg CMV Js 3¢ FET(CMVR 25D
3 tAraC - (1y post BMT)
3. TCD TBItCY chimera 0 L EBV-LPD FET (EBV LPD)
(10 Mo) +AraC (8Mo post BMT)
4. UR  TBI+CY chimera I CMV = ¢ CMV B #% EFEHO 1Y)
Gy +tAraC+ATG CMV B %
£2 WSBECHTHSEHBHOY <Y —

TCD:HLA-haploidentical T-cell depleted, UR: wunrelated

EBYV LPD: EB virus associated lymphaproliferative disease

BUS: Busulfan,
AraC:

TBI:

Cytosine arabinoside,

total body irradiation

ATG: antithymocyte globulin
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AN HMERMBERICERL .,

. THIRMBEELBHBREODR LHES

19904E IR i THIIBbLIE €/ Vo —F Lk
EA LI TXF v IE-—XHL5EES T
o—F Nk EI-PLET7IRAZRAVTT
MEEBRELTWS, THRBREHEECDI
ENHABOMNEER TR LI,

FCRTEIIOCTHRBREABICIDEFT
MEFIE1/100 BUT EAa b, BETHABBIRKX
FOFEMT1 X10°/kglL FiT & E & -7, GVHD
bBETHh-To UM L. BEBRPEELLR
Wr—2B20d -7, SHF THCIEBERE
CtHaLTHREREZZBHT. 8P 2HTR
BHHICEBY BEY N SRMEERBERIEL

T Ut F/HBSCIDEF KW U THITULH
MEALLOTHREEBEEZBHERECH. BHES
RoBHEIMERFEL., KELREZED L -
2o

4 MBENBHEEOF A LMES

LB TEIH - 2HOFMBEEHRBHERE
T, AELL5DOLIAGREREFKENTE
MEBEEZRFLTWLS, GVHDb a2 ba— bW
BEBRETH -,

SCIDEETIE. 8% 1 FLURICBEZIT O N
LTI, 1EMTELLIL, BHBHE
FTCTHPABEBREBLTCVWISENSHD, 1448
RiCBHEITOOh ., SR THOBREHNBHE
HEFELTHHS 1 HOSCIDER IR, FH

B35 CD3+imiabr H HECDI+E  CD34+xufafE L B CD34+miE K GVHD
(log) X 10*/ke) ¢9) X 10%/kg)

CD2/CD6 mAb-coated immunomagnetic beads

1. 2.46 3.5 64.1 3.19 I.

2. 2.22 11.1 90.7 1. 36 0

3-1 2.63 i1.6 15.3 0. 56 0

3-2. 2.10 25.9 37.1 0. 86 0

4. 2.61 5.9 18.8 0. 30 I

5. 2.22 5.0 11.5 0.24 I

CD5/CD8 mAb-coated flaskik

6. 1. 99 10.0 100 1.09 I
£8 THRBEREBHBHICST2THREKRER LCD4EBHEMIBEINE
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HicH Y Bk, MREAEEAHLEC U,
WAS BETHL. 2MOBHASOMIcEhE
hEZANHm. NV BETHE(E->TW5, ¥
HEEMBUBHEES K- 1AL, 3EN
CTFEANABEOERISHED, RO FF—
BoM IOV BEICREL, BHEICER,
EEEN EREAHULABOBEANER S,
oYX nBEMEMBRTIE FF—»
BEORSRVARENRSZ L, BRETOH
BUHRALFEWI LPMETH D, £/-GVHDOE
ELHBENSOBRICKLTEV EHARE

xhtwvid,

5.HLA —HmBEFF—-—AEELAIVWEBLOE
RERERLECH T IBHBHE

HA —~HmEgH FFr—PEELZVWRBEAICR
FTHA BB EREMBHEZR T XX
LEX D, COBRSCDBETETEhILHAE
BWBETHS, BREETOBEIANMRZIEY A
NZEBRIEILTE2OEBEHINETH S,

THREBREZEHEBREESCIDEECRI. B2
ERMMIC, FABLRULTITHINREIDLEER B,
Rt THRBERIR IO T, CMV K
REZEIRTIHRIC. BLIYWFTEAL,
HA —~BFOBFEMREFLFEETOLEVT
NRABEZT -1 LABHEEZEZRT 5, HLA —
BEMBE FFr—2AEELTTHE. HAER
THREEZBHBEZIT O L EL 0N D,

TOXSRERIUN U, 48 M 00k
B, hNEBHBHE., BEFERLILITLEST
hrbohbdb0rLEBELON 3,
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BEHTFX A b OCRGEEZMXTERYIMER ﬂ
BXO—8BTIH. BREOBRATEENEThIRANBYET

: T (TCD-BMT)
(UR-BMT) 6
4 WiSkott-Aldrich syndrome 9 TCD-BMT( T :0.1-1.0%)
2 UR-BMT 4 8 TCD-BMT
GVHD 1 6
UR-BMT 2 1 CMv
GVHD 2 HLA



