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RAEEREBRNEMAEREE(CX Y DS MBRBERE

RE RR
RRENENRKZXEREEREREFDE

RRERBALEDREEELF(E 220 ZHZ D, BETIIREICKD. BREED
HE5T. BCRERBEVCPENEEREZEHT IELE ., MEREEFEZERLE
FTRABEHREREBADEDEBETE., r 707V VEREERET DO, THEOEN
HDWIENEBZET DREFEE. FPRROER. HRWEERMCHIzER
BEBZRITREARADETIE. REEBZVNELT D, EEESHRELREDE
(Severe combined immunodeficiency: SCID). Wiskott-Aldrich syndrome (WAS).
121 PZEEESE(Chronic granulomatous disease: CGD)/i & DRSS NIZEEB TIIER

BENMERSNDDH DD, KREIC first line DBEE (IR >THESY . EMIBHE
BIENERSND Z ENBL,

SCID, WAS, CGD B ETIFZNZNEMMBRBIEDHB PEERNENETNER
STWBH WINBME HLA SE R F—DWRTnE BFOBENSARENS
KICBE2TWD, BEFIMBED 5 FEFRE 7T0%FIRCETE>TLDH HR
D EBRNS, BENDFRRIEEE - SHEBBINBREONSICRKELFET S, B
BICESBWEML DB EEBBETH S,

INSDRBICEVWTER. D& 3 HLA —HENSVWAD, BEMEDLIR
<. BBEDREFXAUXAER GVHD, BREMUR ERLABEEZREY 5. £7F
BOEFOENFICEBICRDIERTHH D

CCTRRRBABARLECHT B3BETO LI —)L, BIENE. SHEICIZ.

ZOHFERROU—ZVD 2. BIEROREZFNEBEGEICDOEFEZREL
TCL\O
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D EE
RRAFENFMRR - FilsRmR Y 5 —
FBITE RN T - IRREERITIE

EEEERELRSE (Severe combined immunodeficiency. SCID) (3. A2
RBERERBEDOTWAZRIBT DEELEREEZE THD. ZDRBEERE LTEM
BB THONTLB A, SCID BIRICIE T #BA2w NK MBRNZE LAV HAD
D57, BIERICEBFREPIBRMNRIDZENREINTWD,

Tz, BEICERAT DMREERPIINBDEIRICEALTH, RECZL DBEHNE
SNTULB, LB TE 2010 £, BEEHEE - HEUABTIRATSE EHEER
BARSERECREY 2HEHR N, BEATREREZZSNABIBEDHA RS
1 YRR U

2011 ., FHAFIMEH A RS54 V(T8> 1= BEm BB OBRRABRDOZREFE U
et BR(SZDMEBEAE S UTSCID [T DESMBIERDOF X U XLARFTDOS
ORI—IVEER U AT O NI—ILTERT 2F XU XA/ HLA-Flow (&,
P YRR HLA MEE 70— 4 M XA—=9—%FEAL. gk Tty 80
SHlEF XU X LABITPREDHIEABEDY —F 1 Y IHTRETH D, A0 I —
JVTT(E HLA-Flow JEZFERA LT, £BFECIERORHZH. =S([CEZFDAXAHZ
ALDRFREHE LTS,

RRTE, (MEARCETD2FAVUILEBTOTONI-ILEBN L. FNICED
WTIT27 LU =+ U —REABITDBRICDOVWTHIRET B,
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EIE%ER FHABREN (CXH T 2MRER HLA FEEFEEDREY
Bk B
BESEIERE - MRAR

EERIE (allo-HSCT) ZREBEREMICH LTI, E—ORBFURLEFEE UTEBRIE
MR ENZIN, RTF—DREVIHLEZREDFIRREHNEBEL BB, —F. MEER HLA
¥ EHBIE (Haplo-HSCT) & K+ — @ availability A& <. EL R H A
graft-versus-leukemia (GVL) #EHIEFTED I LN SEBMEMBESCH U TEE
RBBHETH D, LR THTURZ allo-HSCT R RHIBREMICK T B Haplo-HSCT D%
2EEEYHEORE  WCERTIO—T 1 X =5 —[C KD Haplo-HSCT DUV /R
BRBROBIMBERZERSET .

#E allo-HSCT % 1 LR O REABEHICX U T Haplo-HSCT ZiEfT LRz 7 Il (29~63
) ENRE U, BEEE AMLA I, MDST . ALL2 B, iBlRERIIRERELL PB
ERW T, BILEISBAER CR D 2 #Il(C (X Flu180mg+ivBU8+ATG-F8mg/kg Z. non-CR
D 5 FHIZ (& TBI3Gy+Flu180mg+AraC4ag+Mel140mg+ATG-S2mg/kg ZRAWL. GVHD F
B5 (% FK506+mPSLImg/kg [ TiT o7,

BRARBBELUTICRY . 26T day8~13 ORHICHES U HLA-Flow EIC K D complete
chimera NERENT=, SHEEIE Grade ll -IV®D acute GVHD % 3 #l. sinusoidal
obstruction syndrome (SOS) #% 1 #ll. thrombotic microangiopathy (TMA) % 3 .
BK o1 )L REBMEREM A% 2 #l. post-transplant lymphoproliferative disorder (PTLD)
%1 BIAREE L. FEBRET (PTLD. GVHD. #M&EMEM2%) & 3 fITROI. 2FiTHE
Bigkz LO2ERBEZER L. BEE 1 floHTH o7, Historical control & LT,
#E) allo-HSCT & 1 ELIRNOBERICXY LT, oMiEERZAVLT allo-HSCT #1727/ 7
H%=S&E ULk Z1T o To. MIDBIED S BEBIER TORAEA Haplo ¥ TERICREWCERED
59, BEiER 0S &, Haplo &' control (L UEBEBICREFTH 7= (p=0.04),

Haplo-HSCT DU V) GREMREDBRITERZUTICRT ., TRICRT 2 fIZR< 5 41T
(F. 5 BETOEU V) GRE(E 150~300 §i#&T. NK-cell dominant (48~91%) DENE
RSN, T-cellld ATGZBWTWB(ICHEEHL 5T 3 BEICE 100 FIETTOEENR
511, CD8* T-cell dominant (CD4:CD8=1:3~10) THh >, 1%IBI(F Graded @ acute
GVHD % day23 [CRAE UZERITE. %17 LU TEBRA lymphocytosis (max 3240) Z5R
DTz F DIRICHFED lineage DIBINEFRDIRN 72,2 BB (FESE BK virus HIMEBERELE.
PTLD Z%E UERITIE. NK-cell DEIEARETH D, MHE. SI&&BCmd 6 flz
TE> TL\e,

Haplo-HSCT (FU 1 LREBEY TMARBEDTRINERBREHDHDOD, FRITDKXD
72 high risk FEFIICN U THBEROIMFIC KD 0S DERLERFTE D, U V/EKENREDET
D 5(E, BiERBE® lymphocytosis (& acute GVHD DEIJKDTIEEMENH D NK-cell D
QENTRRAEFIE. virus infection D high risk THDZ ENREBEINTZ, SERIEERI
TZERS TN, ATGPRFO41 ROFEELCBLTEELZIT> TV,

LR TE H23 &£ 11 BIC FACS (Canto-1l, 5-color) ZEA., HLA-Flow J&[C KB F X
) X LBBIT% in-house TIT SR ERBZEDTHED. CORACEALTHRET D,
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FART7 IV HLA I DER &
ZOHEEZEMNB UM RET ILDOEIL

DA BN
SBRTCEMA Y Y — BRI ET RRERAEITEE

BAR (. EROFETIIEEREETH >77 UIVFENI HLA B/ 20— Uik
& (Allele-Specific Anti-HLA monoclonal Antibodies : ASHmMAb) ZEREN D%)
KT T BIRMDORRRAICHTI U= (Yamazaki et al., 2009), ASHMAb DEEY
MEOTHUWEBRE LT, AAOTEHITZIIE ~—T (& HLA D FREDEHD
NP I /BERENEE U TEBHSNAFEDIABRZELTHE D, ZDNEK
EVVRBBRCEHINIEBNRIE b —T &L THEMNICENS &EHZE
ZBND, ZITEHEARIE, RSN TVWBDAEEIFERD, HLA rSYRYIZ
WONDRCERDIATD HLA FRSI—F VNN OBERBEITDIEICED, &
BRRIEN—TCHTIMEOEEZINH TR L TIOHBEERATE

AEEET(E ASHMAD OFRIERSEICINZ ., YARE TS ETERIC ASHMAD
ZRAWTFAVILBTZT 2IEBOBRT —YZEIC, X UILEIKT/
HLA-Flow ENEBAEVPHMROBRLBECHFDIRBPEMICED LS ICHBS
NTWBHZEIRS UICLY,

F/z. #FzIZ ASHmADb D killing activity (3B U, EBREBIEZROBR CTHE
ERBHADIRTRZE (minimal residual disease) . Eatv/a &% graft versus host
disease (GVHD) R EDBEETIIOERZRBNT D, REMRITPRREEE LT
RIFTREL FlcEEEE UTHIFES NI HLA AD TR DLW THE
ZTHIEW,
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ATL [T B EFMBIERD F X U X LR

p- SR EX
RRARFZERZMEN FHEREEMERYY— REREITEE

A THBREBE IR (ATL) (EX T DEFEETIELSGI5 B EARBVSNTLSHY,
3~4 3—RIRTT3 4 7 ALIRICIEFBHR LT, BEENELCERD I ENEL, S
TRRBESTHNTE D, MKH K CIHEMGEE BEHEIE TS LB RIFRAGEDER
E=TNTWNB, UKL, MERF—(EBDHD (C< K NV OH S DBIEIFRREN D
D, ZORIC ATLHEREAENLTUE S, I T, 2~3 BETRIET AT
BENEBSINED. BREFCE2HHENCTONLEONEL ZOMER>FRRT
Hor,

EESEE TRA T i8R (ATL) OREZ BT Ul EDEIIE LUZ
D HTLV-1 #IX WX LADRRICET %8s I GBI TE. EFRERO
REEBONZHHRTOBEZSHS U, BERNBIEOBRAIRERZSB UIC. DK
RERRER TR BIED Y A S VT DHETw EETEVPERORHZDZ O, ATL
HHAe & R BRENRRDEEIT(EER TH B,

EARER - MEESAR T, HREENRECBSBVATURROEEEIZ
HE L, 70—HA b XA—9—%EA Uz iiTE (HAS-Flow%) ZE2 U [Cancer
Sci., 102(3): 569-77,2011], ASETRHERATLOREMZRETT DL, ATLE
BOEER I /91 TIECD3"CD7CDA TH oz I T, HAS-FlowE(C KD
EMABREBEERD AT UBRRO R E S eht HTLV-TIERERE L TWLWERW R F—@%
COA'THIRE THCOTDOERRY OV L Fal—ya Ui B0, ATULEROE
E(CFFIBATERD D7,

LUFRETIFHLAS Ry FRRIEMEN U TLWBRICBEEB L. 20—Y 1 h X—%
— &P UIBENRHLARGZER Uiz X ) XLBITE (HLA-Flowi%) Z2Z&R U
7= [Biol. Blood Marrow Transplant., 14(6): 693-701, 2008.], &R (EF{EHRE
T. HAS-Flow;k[CHLA-Flow;Z A EHh TS MZBER O ATLEEDREME
BITL. £8 L ATUEROBIFICRO TERTH DI Z LD oit,

EBETIE. BHIORKHRCSINETE L TWVWBRHBREMRTE. IRHh5EEERRIC
BIFRATLERRE . BIEROAEESR IO POREBREDEZIV VTV RTACD
WTHBNT D,
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TNy SFEFMBEDRIR ~BEANDNEL S5~

MR =
ERABEHFRGESE ROFVRERDR MR

STy MEBOBE(ICBT)E. Ao RBiElEgs 581 -y MERFI
%18 (sCBT) TEIBLWABTEVLPEEEBELBIRENBDIHEIC Minnesota XZTH
HEN-AEBIEETH D, EFERKDBABH TERRCER LUTVNDA, HHE
T(IRIEZEE UTRRBT TH D, DCBT Tld GVHD RIBRDIBINE &6 [CHHRX

DETHRSENTNDH. ZDFINEBEY GVHD FEEF LR TRROBRZR
ECLTWB, 2Did. EFSDIEENT (BEmBiEi) T SHiREsiiE
ETOEMSBEUEZICTIT S ICBT DORKE I/l BZEHRERAER

(C-SHOTO0507) Zf7\L\. B1iZMEHIEL 70 GBI (61 B dCBT HefT) [CEDHRR
BITES T,

Eligibility (& sCB T TNC<2.5x10"/kg ®#%BE& & U HLA2 BRF—HETHFEL
Pix< EH 1CB (& TNC>1.5x107/kg & U7z, BILEIEBEERT G-CSF ﬁ?@
CY/CA/TBIL UV IURT CY//TBl ODERA A THi— L. GVHD F5(d& CSA/MTX
TiTR o1, HEEBEE( standard -(AML CR1/2, ALL CR1, MDS/RA) 27 4.
advanced (standard BIA @ AML.ALL, CML nonCP, MDS/RAEB, ML nonCR)
34 HIT, EEPRIEF 37K CHD7,

PFHIREIE (>0.5x10°/L) (£, #iB1% 28 BT 67%. 50 BT 87%. 28 BLLAD
FETH 26, BRIEEN 1 HlICRD SN, EBFITOF AU X AFZIER 14 BH
5 28 HEXTICIEEERIEWVWINDAD sCB FAS LR o7z, KARTIE HVG Al
DAR—HEN LY CB NMEBREBDIU—DFRRFTH > (p=0.02), 2%
GVHD (£87.3%(33/55 %) . I-IV EM 27.3% (15 41) . 1€ GVHD (£ 36.0%(18/50
f5) TR, 21812 1 RV 3 FD EFS (B4 48%, 46%. OS (&£ 57%, 54%T.
ERE SR 1 £ EFS (& standard 8 67%, advanced & 32% (p=0.01) &A&FD
BERIRIEN sCBT L EERIEE ofc. &8 £ABFREICEULTIE. TNC, CD34 Bik
MR, HLA —ESERELEFEIIEL. &7 BRICALULTHEREESLUICE
BERFERESNGEN 27,

SEFESE - EBEFLIC focus LT dCBT BOF AU XTLAEREBN L. £51%
ERICDVWTXEBNEEHER L, dCBT X & U EHESMIRABIEICE 734
ANZXLPEBIBOREEZZEZ Do
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