REERBADIECH T DEFMBIBE XU XLRIT

RERE
RRERERIAS - XFhR - REFKEREFZNE
[ - EFSERREREREY 5 —

RAERBAEEDZ L F10AANCTANEEOHRIMEETH D, ZO—ETHIRE
BYEEAE LT, BMEBEaRENERSND, HREBBIERE LTIE.
EEEEURELREE (Severe combined immunodeficiency: SCID)
DRIV PILRY Y FIEERE (Wiskott-Aldrich syndrome : WAS)
XEHESIgMEEESEE (X-linkedhyper-IlgM syndrome : X-HIM) .
BEFPIKBAE (Severe congenital neutropenia : SCN)
12 MRZFERE (Chronic granulomatous disease : CGD) .
BEMNBHIFE5NB,

EMABRBIEDAEIHINRIE CEETRTONIZE) THIN. EEXRICITES
D4, IAEE. BIERIRRE. HLASHERENBERLTWD, FNZNOES
(CRBERBERLD DD, HBUEMBEEZREEITIARMMERSINTWS, T3\ §l
WBE UTCEIBEICHSIBEESRVORIFTREEZ X, BEEERENTMEBNBIREN
BERICH B, RERIBENRERIZE P, BREDIY FO—LEEOHLBIE
DNREBZISBENH D, RF—E U TE HLAREBHMGE (T, BEmnASBIRIN
BZEBHE, RENLBRBREOBEREE - #iSCE5 I 2BFOMBELEETH 3,
ZDFHBED /2D DIREEDFRE EEIULICHENFTESN TV D, BRERERSED
BABESITIE. Lineage THFAUXANRRBIBEFASHHBTEEL. FNHER
NRREREBRLTVBEDT—YHHMBEIND, HLA-FIoOWEIC KB E 5038
FHOERF SN,

FEEFBEHENRERREE REERBEADEICET IHEREIL T,
SCID, WAS, CGDICHTR#HEETO R I—ILEER L THE D, 2EBETOEER
T—YDEBZERATNDD, ZOPTHF AU XLADERELERIPT B L (FIEER
FREDIDTHD. CCTREFDERERBRDERE(CH T IESMBIERET
— 9 ZRR L. BBEROERNWEEZHTEZY Y VIEHED, SCIDADIEEMEIE
(CHITBHLA-FIoWEIC KB F X U X LBIRERREREEBN T B, £, BF %%
FAWESCIDIERMZEEDF X U X LABITERICDVWTRSET 3,
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BErMBERRR0 ) V) GRESERE
ne ER7, WA K%L, ®L S0, 80 B-° 5
ERAZERSHRA SOWSRTREY - HERTES "
ROPIRRIIRPIR °

[BE] BFOLOFED 1 D UVIERORME, I8HE THROEEAERFFI—T
HMRTHBICCICHD. DI &IF, BHIMBIEED graft-versus-host (GVH) RISHER
ETHBIBEO—DEEZSNBIN, BRIEBBNBIEECHSVTEREIDILIYEIV
REIBEMBRICKBIERODREE HED 5%, —F T GVHD FHERFBUEBIEECS L
TIE. LR UEESETRE (day 9 tB) [CH#h, RE. TREOEY 1 M+ VILE[CER
IBREEZSNBERDNRO SN EROBERED7? OREBERIGOEFENREBIN TV,
SE. BENBERIRBRICE T3 Y/ GREBSSRZHEMICRIT L. £BFTE2PAMKE GVHD
ZDBRARREE DEEZASHNCT R & EZBNIC, FAERE EOPYRRE OEBHE
ZiTo7Tc.

[ - 53K] 2009 F 11 AH 5 2010 & 9 B £ Tl EOPIRR THeT Lz iEs misiE 74
EAZEFRK L. BiER 14 BULADORIAETHIZIRL\E 68 BIEBITHRE Uiz, BelisiE
%1,2,3, 4 8LV 8 BROKREMERIL., ERIRNBMZET o7, HLA-Flow 3EIC & DR
EF AU X LBRHNTBERERCHWVNTIE. 975 —FACS BTV RTFAZBWLWT CD3'T
f#BAa. CD4A'T #BA2 (CD3* CD4") .CD8'T #Hi2(CD3" CD8") . NK #Bi2(CD3 CD19 CD56%).
B #Bf2 (CD3 CD19") [EDWT, BRXDBEFT A XLBEIT o/, T M AU A
NRERF—IATEROERRT, RF—T @ROF—T - XEU—D1/9147%,
CD4'TH#ifR& CD8'THIRRIC DWLT, ZNZ1 CD45RA & CCR7 DA EHE THIT LT,
[#R] 68HIh HLA-Flow ZTODF X U X ABITHTIEBETH o 7= 41 H1(60%) TIE.CDA'T
#HAz, CO8'T #Bfa, NK #if25 K U BiBfaDE{E(L. 8 B B THRENZNZN 97 (4 - 837),
27 (3-1950), 242 (39-1247), B&KU 1(0-526) /ul THOH. NKBIZDIEIINGEE
THholc. CDAT, CO8'TifE, HIC NKHMBRICE TR 1 BEORF—FXAUXAEF, Z
NZENPRE 88.9% (0 - 100), 93.5% (0.1 - 100), BKXW 96.1% (0.7 - 100) TH-o1z.
SEREZERCEHT, 3 BEXTRU VI REDETORERF—F XU ZLERDT,
68 FID S5, HLA-Flow /& STR-PCR k. $2WEEER FISH RCEWT T fBRROR%
ERF—FAUILZER UL 63 HICBVWT, RF—@Bk THROF—7 - XTU—2
I /91T ERIR U R IBIE%R 2 BECE VT CDA'B KU COS THMETT—7 2
T/ 91T EENZN 47.2% (6.0 - 90.2), 11.3% (0.0-88.0) THOH. CDS T TIZ
FTA—THEAXAEY =D /A T\OEHNBEETH o=,

[/ ROPIRBRECH T BESMBIE T BEEREHICY VI/EROF A ZLARA Y FH
BIBIE ReFA—T 7 /94T THIERMBE VIUERT, BIEEREPHICATE
=Dz /) 9ATNELRT BRI ENESHER DT, SEIE. TNSOU Y/ EEREE, BB
PRIRRE & DEEZMBRITU CLW FETH D,
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B4 #W4, En4

&5 ES 5
4% BRSRBTSE A 4 RETFIIR B  Trv=va-
e FRERAFSE B 42 (9] 1 54 B By rmirer -
€ mEmGE) (msnesH) () 2 24 (17} AT B
(4] AR 7 R 1] 3 548 8] EBE AR
©  HERRECH (B MRIH) B 4 B8 [19) BURES
O MHBRRE BB (AR ® crrormErers— &) BéR—L
€  WERRAR GEREE (4] Bt s — 2] ERER AL
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BEFBRZHE - ERRINERILHEEMREE

HLAS ¥y FEMMBRBIERDFRF XU XLBITEICKS
BRARZKOEREICEI S IET Y REIE

MERRE + PREX

i
b

£ 3@ BEERFXAUILRIFE

242828 (K)
RRKFERZHAER 1 SEEE
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£3E@ BERYXUILBRTHARS

EE, EROBEPHLAXSEREMNE R ENBREEDZ < MHLAS AR Y FTITRONTWET,
RFF—ELYEITYVRZENZNRENBHLAZHAHLATRETREL, 70—Y 4 M A—9—TEAT
BHLA-Flows (&, BERDEEFREPERORHZHICERTT . KARKE. HLA-FlowEZEMm il
IR RIS BIBRDIRRBREDZH PA N ZXADRBICRITIZEEZBEBULTVE T, SNEE
BTFNEARETT, ARSADIBLEVWSINEEDBLET,

(B8 & 1577

FH24E2H28 (K
13:00 - 17:20 BEA ERAZENSHEF - 1 SEEL)
17:30 - 19:30 B#HA (ERAZENPHEF - ARENPLRE)

A% BRREE (RRRZERFHAERMNERRE MRESAR)
BEFER_EE (BUrAEYY—PRFER REKRER)

13:00-13:10 BA=DKRE
PRENTE (BFERERAREYY—)

13:10-13:55 EREMREADERF(CHT SEMBRBERE
RERETE (RREMENAZRER REREREFZNE.
[ - EFHMEREdREREY Y )

13:55-14:25 SCID (T3 BETMBEERDF X U X LT
BARIEHEMRE HRSRMREY Y — RREEMEER)

14:25-14:55 REBIEREHBRELCH I DMEER HLA ¥ SHBIEDIREY
BERBREE (BERRMERR MRAR)
14:55-15:25 A7 UIIEROMN HLA ADIERE Z0BEZRAB L
BB ET VORI
PAKBNTE (FBRERAREYY— RREETEE)

156:25-15:45 d—k—=JLA19D

15:45-16:15 ATL [T 2EFTMBIERD F X U X LB
EIDENRE GHERSRMR LYY — RREERITHEE)

16:15-17:156 BEF\BE: 7)1y NETOBEORR ~BERAAONENS~

MNRETE (ROPIRFEARE MRAED

17:15-17:20 BASOKRE
DPARBATE (BHiBRERAREYY )

W W W W W

17:30-19:30 #BHRE (CRERFERE-ERFERKI)

(Gl sX )|
RRAZERZMEF SHMREESERMRE LYY — RERITEDE MEESEEB
Phone: 03-5449-5765, Fax: 03-5449-5750. E-mail: nwatanab@ims.u-tokyo.ac.jp
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REMERBASEREE(CN T DEMMRBIERE

i

HRE K=
RRAERERAZAERREREREZNE

>

FRREEREBADEDREEEF(E 220 £HZ %, BETEHIER(CKD., BERED
A1R5T . BCRBERBLPBUERRLREEEHT IENSV, NMEEEREEIHE
I DERERBASEDEETIE, r 707U VvEFTKEEERETIH. THEOSH
HBDWIBNEREZZT DREAFDE. FPIRROEBE. HIVWILRH(CHizDR
BREBZRIREADETE. REVEEEZVEELT D, EEECHRAERDE
(Severe combined immunodeficiency: SCID). Wiskott-Aldrich syndrome (WAS),
1@ ERIZFAERE(Chronic granulomatous disease: CGD)2 E DR SN-EE TIRS(E

EENERAINDDHDH. KEIC first line DBEEIZB->THE ST, EMiAR
BIENERENDZ EHEL,

SCID, WAS, CGD & & TlFZNZnEmiBiEBiEn g P RERNZFNZNER
D2TWVBH. WINBIMME HLA SR F—rWiaiTn(E, BEemigEiiEshs
K3CRO2TVNB, BEFMBIED 5 FEFE(E 7T0%FERICETE>TVDH, BR
D ERHS, BERDBRPEER - EHESELIBIBEORBICRESTET S, B
BICESBWESNNH D EHBBTH D,

INSDEBICEWTEFRRE, SDECBE HLA —HEHNSVAD ., BEREINER
<. BBEOREESFAUXAF GVHD., SRLURERLBBIEEERT 3, &£7F
BOEFBOBENHCHBICRDIERTEHH B,

CCTIRRARBRERDECHTZ2BETONI— )L, BERE. S6ECIR.
ZOFHERRO V-2V, 28, BEBRORESFNEBEBRLQE(COSEELARBMEL
TglJ\o



SCID (x4 DR IMBIBERD F X U X LR

B4 B2
RRARZERFAERN - BlRsRAREY S —
BRSO - SRR

SEESRETREE (Severe combined immunodeficiency. SCID) (&, #BRaE
RBERERBEDOMAERIBT DEERTREEBTH D, TOREEEE L TEM
HRRBAELMTON TULBA, SCID BIRIC(E T M NK g EE LW CHEHID
N5Y. BBRICEBFTEVIERNMEI DI EMNR/ESIN TV,

e, BEICEAT DMIEERCHLEDERICEALTH,. REICZL OBBELE
SNTWB, FIDETIEH 2010 F£. BEREE - #HEMRBRIRMATEE RRMER
BASEREECEIY 2REWR. Y. BRATRREZEISNIBIBEDH A RS
1 VZERR U

2011 &, AAFKIE AT A RS V(S0 > e EFMBEORRSHROEFRERB L
fent, JRIEZDOMNFEREE LT SCID [T 2 ERMBIEZRDF X U XLABIRO T
ORI EERUTco 770 8 3—)LTHERAT 2F X U X ARBIT/HLA-Flow 5%,
TZUIVFENR HLARERE 70—+ M X—9—ZFERL. 8RRy Tty MO
R X U XLABTPREDMBRABDY —T « Y IHDTEETH D, ATO I —
ILTIE HLA-Flow JEZEEMR LT, £BRELERORIZE. S5ICEZOXHT
ALDRPEDHIS LTWVS,

HERTE MEARICBIDFAVILBROTO D —ILEBA L. ZNICED
WTIT 2T L) 2 —IEBTOERICOVTHIRET 3,
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EREBERFIRBRELCN T 2MEERE HLA FEXBOEsT
BK R
FERTRRE - MRAR

EEBiE (allo-HSCT) RRHBEREFICH U TE., E—ORBTERFERE UTERIE
DREENBD. R —DEERCLILBEBEDHRBENEEE 2D, —A. MEEB HLA
¥ EHBE (Haplo-HSCT) (@ R — @ availability " & K. £ H A
graft-versus-leukemia (GVL) ZRHIEAFTER LD SEABEEMBERICT UL THEE
IBBIETETH D, HRETHITU allo-HSCT £ RHBEREAICIT B Haplo-HSCT 0%
EHEBENEORIT HTICEZRITIO—T A4 ~ XA =5 —(C&KD Haplo-HSCT %D U > Bk
EREDBITBERERS T3,

D allo-HSCT #& 1 FLARDOREBEHE(CI U T Haplo-HSCT =T U7 7 ) (29~63
m®) ZNRE Uz, RERE AMLA B, MDST . ALL2 fl. #REREEZRELE PB
ZRW, BILE (FZ1ER CR O 2 flIC(E Flu180mg+ivBU8+ATG-F8mg/kg . non-CR
@ 5 B (F TBI3Gy+Flu180mg+AraC4g+Mel140mg+ATG-S2mg/kg ZRAL\. GVHD ¥
B5(d FK506+mPSL1mg/kg [ THF o7z,

RIRBBZUTICRT . 21T day8~13 ORHAICAESE U HLA-Flow 35(C K D complete
chimera "R =Nz, SHIE(F Grade ll -IVD acute GVHD % 3 #l. sinusoidal
obstruction syndrome (SOS) % 1 #ll. thrombotic microangiopathy (TMA) % 3 fl,
BK D JLREMEBERAZ 2 B, post-transplant lymphoproliferative disorder (PTLD)
Z 1 BIHDREL. IEBHRIFET (PTLD. GVHD. #ME&EMEMA) % 3HTRD, 24 THE
Bigkz L2 ERAMZER L. BRE 1 oA TH o7, Historical control & LT,
@ allo-HSCT #% 1 FELAOBHICH LT, tOMIEREMAVT allo-HSCT %177k 7
e ULEBZTT o o, FOBED SERIBE TOMEA Haplo ¥ TERICEVWICEED
59, Bi%iE%E OS (. Haplo B#A' control (L UBEBICRFTH 7= (p=0.04),

Haplo-HSCT &0 U V) GREREDBITERZ LU TICRY, TRIERT 2 flZEkk< 5 4T
(&, 5:BETOEY v/ EREIL 150~300 F#T. NK-cell dominant (48~91%) DE1E
HESN. T-cell (& ATG ZBWVWTWRICHEEHh 5T 3BBICX 100 BIRETORENE
51, CD8" T-cell dominant (CD4:CD8=1:3~10) T&H o7, 1#HIB(E Graded D acute
GVHD % day23 [CFE UTEERITIE. 5517 L TERA lymphocytosis (max 3240) %R
DT, Z DERICEED lineage DIBNNEFRDAD 272.2 HIBIXESE BK virus B IMIHEEERELS.
PTLD ZHE ULESITIE. NK-cell DEIEATRRTH D, B, SIeEH (o 6 filz
TE> TV,

Haplo-HSCT [ED 1 JLRBEREP TMARBREDRBINEZFBEHDHDOD, FRFD &S
72 high risk FEFICIT U THEROIMFIC KB OS OEEHIERFTE 2, U V) CEREBED@RIT
H 53, BBRBEAD lymphocytosis (& acute GVHD ORIJKDTTEEMED B D NK-cell D
BENFRRERFIE. virus infection D high risk THBZ ENREBEINTE, SEIEEHIE
TZESINRL, ATGPRFO1 ROBEEICBEBUTEBLEZT>TWLL,

LR TIE H23 £ 11 BIC FACS (Canto- I, 5-color) ZE A, HLA-Flow :[CKBF X
U Z LB % in-house TIT SR EFEZEDHTHED., ZORACBEULTHRET 3,
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AR VISR HLA UED R &
Z DB =R U REERET )L DEIL

DA BN
HliTeRME LYY — FERGERIT RERTER

BRE. RROFETIMEERETH -7 VILFENR HLA T/ 20—F )L
& (Allele-Specific Anti-HLA monoclonal Antibodies : ASHmMAb) ZREN D%
KRR CIER T DIMTORMAEICHII U (Yamazaki et al., 2009), ASHmMAb DfEE
MBROTEHUWERE UT. KADFEER TSI E ~—T(d HLA 2FREOEHD
N7 I/ BEERENES U TEBRSNBHEDILMERZE L TED. ZOMENE
FVORBERICHEH NZIEBNRIE AT E LB U THER/B(CENS &0VE
ZB5ND, ZFITHALRE, RSN TVWSRHEEEERD, HLA RSV RY =
YORDACERBRDIAITD HLA T RSV —F VI 0BERBTIZEICED, B
BRREIEN =TT IMEOEEZINHT DI LTI OHBE A TS,

KEEBET(E ASHMAD DOFFRIERSIRICINZ., YIAKE TSI TRERERIC ASHMAD
ZAWTEF AU ILBAZTOIEBROBKRT -9 Z2EIC., FXUILBIF/
HLA-Flow JENEBFREPBMRDBRBE CHITI2RPZMICEDLS CFIAS
NTWBHZERS LizL,

F/z. #F7zIZ ASHmMADb D killing activity (3B U, EMiBRERIER OB THE
LR DM IEERZ (minimal residual disease) ¥, a9 2 graft versus host
disease (GVHD) R EDBEETILORRETBNT D, REFITPERRIREE LT
72T TEERL FIEIRERAS UTHRFESNAM HLA ADTREEIC DOV TEE
A THTEWN,
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ATL [EX9 D FEFMBIBEROF X U X LB

Zi 870
RRAZEMZPMEN FORSRARLYY— RERITES

A THEREB IR (ATL) (CX T BIEEEETE LSGIS R EABLSN TS A,
3~4 D—XRRTI3 4 7 BLURERICIIBRLUT. BERIEMELCRDZENSL, EM
MRBIEDITHOHNTE D MGS & UFEMGERSEEEIE T LN BIFR BN R
FENTVB, UH U, MIERF—(ERDOHDICLK K, IV ODSDORBHE(FIERFHH
MO, ZORBIC ATLHREAMEINLTUE S, 22T, 2~3 BRI CBIET AR EEM
BIEAEESNcD. BRIFCEDBHNCTONIEEONE L ZORBERRT
Hore,

BEFEE TR T HBRBMmE (ATL) OiRE% B UM EDRIS K UZ
D HTLV-1 i X A ZXLADBRBCEET 25Ty I GBI TR, (2BERED
REEBONDERTOBEZHE U, BEHEMBEOEREREZHE UL, 2DELS
BERARSER TR BIED Y 1 S VI DY P EBRE LB RO R D=0, ATL
HBAa & SRR RE DT (ZEE TH B,

RRERYT - MREBEARITE, HREZNREICESRVATLERO E81RT%E
HEU 70— h XA =5 —%EA U@L (HAS-Flows:) 2 U= [Cancer
Sci., 102(3): 569-77,2011), KAETRMERATLORBMZRITT 2&. ATLE
FREOEER I T /51 TECD3™CD7 CDA' TH o7z #Z Ty HAS-FlowElC & D
S MBI IEER D AT LIBRD T E SR A EA, HTLV-1CRE LU TLWRWRF—B3kR
CD4'THERITHCDTDERR Y IV L X a L —y a3y 3=, ATLEREDRE
ElCEFFBTERD o7,

BARETEHLAZS Ry FREAEBINLTVWRRICEB L. 70—Y4 ~X—%
— &P VIVRENRHLATEZER Ui X U XLABITE (HLA-Flows:) ZE%EL
7z [Biol. Blood Marrow Transplant., 14(6): 693-701, 2008.], X [ZFHEHE
T, HAS-Flow;=(CHLA-FlowEZ B AHE O E THEs MBEER O ATLEZ DREMm%
BT L. EBCATUBROBITICED TERTH D Z Enhh o7,

FEETE, B OB (CSNETFEL TVLWBMNBERE. Tah 585
BITBDATUHRE . BIBRDOEER LU 7 ORERIGOEZYUVITVRFAICD
WTHBBNT B,
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ATINAZ v FESODBEOEIR ~ERAOHNENS~

IE
RABEHFREGESE ROFWRERM R MRAR

[

7Ny SMEFLBB(ICBT)(E. A +27aRiElEis 581 -y MESM
%18 (sCBT) TIEBSVWEBFAEVCAEEBIENBIRSNDIHEE(C Minnesota KETH
RINTREBIBETH D, EFEFKOBABE TERRCERLTVWSDD, HFHE
TIIREZEE UTKRIBT TH D, DCBT TIE GVHD HIRZIRDIENE &b (CHHRX
DETHHRESNTVDD, ZORIAEBEP GVHD FRHERZKR TRROBIRZR
HCLUTWVWD, COcd. EFRIAIEENE (EHMZEN) Tld. SHRENgInE
ETODEMBBEHUESICXNIT S dCBT OBEKRE I/l HEEHRERRER
(C-SHOT0507) Z=17\L\. BIZiEHIEL 70 FEFI (61 Bl ACBT MEfT) [CED TR
BifEHIRo7,

Eligibility (& sCB T TNC<2.5x10"/kg DIB&E & U HLA2 IBEA—BE THFB L.
Pia< EH 1CB (& TNC>1.5x107/kg & UT=, BILEIZBBER T G-CSF #H
CY/CA/TBI. U>IKZRTCY//TBI DERIEHA R TH—U.GVHD Fk4(& CSA/MTX
TiTRR o fco BB =I(E standard (AML CR1/2, ALL CR1, MDS/RA) 27 #l.,
advanced (standard LI AML.ALL, CML nonCP, MDS/RAEB, ML nonCR)
34 GIT, FEPRIEXI7THTH o7,

FPEREE (50.5x10°/L) (&, BiEE 28 HT67%. 50 BT 87%. 28 BLIKR®
TR 2 Bl BREIBEN 1 HIICRD SN, EBHITOF AU X AFRIER 14 BH
5 28 HEXTICEFEERCWVLWITNDD sCB FAS &R o7z, RAZ TIE HVG A@
DAR—HENEF CB NEBR ERBIHE—DFRARFTH 7= (p=0.02), 2
GVHD (387.3%(33/55 %) M-IV EHI 27.3% (15 41) . €M% GVHD (£ 36.0%(18/50
Bll) TRDI=, BHER 1 ERV 3 FD EFS (FB4L48%, 46%. OS (& 57%, 54% T,
REBESR 1 F EFS (& standard 8 67%, advanced 8 32% (p=0.01) &&FD
BEEIFIEN sCBT L (EREREL >Tc. £8. £BEF2ICEAULTIE TNC, CD34 BiE
MR, HLA —SESEERIGEFENERL &7 BRECAULTHEREESLUNCE
REEFEREESNEH o7,

SEFESE - £BTRL(C focus LT ACBT #DF XU XZLBREBN L. £5H
EICDWTXEBNZESHER L. dCBT X & U EHEIlRLBBIC ST 24SE
AXANZZXLVPHBIEOEREEZZ D,
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FtEFEE CHAR (IR MRI )

MERLE B RBEE)
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