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SeRM: JFFEM) e A4AE (primary immunodeficiency disease : PID) &%, JERKAY
BERIZ K D REROERERNBRIFI TS, ) ELBELBOIY, BIERVIEFIC
B2 IREORITH 5, TOLHICIFIFHWERGUEICRELPTLRYTEL, B
CUSRIE IR R O B %2 S TRIET 50 BRAYEPRB IR, EHEREZ ST o
R, YRR O LR REIHAL, X T oA ROERZ &2k REARLIRE Tk
Bk (F i k) A2 E LTI 5, 200 YL LoEENH D, £D% < THA
BIETFARESINTE D, MEZHITITELR T2 RRPEZ N, BRTOFERIIZ DT
WARTA N4 0 TERELDT, BkE (Ochs HD, Smith CIE, Puck JM # : Primary
Immunodeficiency Diseases ; A Molecular and Genetic Approach) ® 1 ~ % — % v b
(http://www.emeneki.com/) 7 EEZBRIZLTH S XA LA, 2z HE&TiR
PID Japan (PIDJ) @ —24~X— (http://pidj.rcai.riken.jp/) \ZH % BEHHK 7 » — L
%l U CTHMFRITHBKET 2 £ L,

W SRR AR H & MR IS X6 9 2 AR TG — O BE TR AR ZIEGHRTH 5
M, ZLOBETEIREAFF—0 o0& MBpMEZM (hematopoietic stem cell trans-
plantation : HSCT) 12 & 2 #fE @ FHEEE s ME— D IRIGHEILE TH 5, PID IZXt9 % HSCT
BREALORREPCEN T ARPEOAMICL > T, PIZR—HEETH-THE L
D TR, HSCT 2175 BiA I 3R D b 2 [izk (SN 50, EMEICa v b g
5 EEBDBM, KA FT4 0 TiE, bOEO PID 3 2 848175 HSCT i2 20
THERLS 5,

IDoooo
PID (39X TH HSCT D#IE & 75 % 1) TS W HURBEEARIE D SEARIEHE L
7a 7 VLTS 5, HSCT Q@I & 75 5 PID K &  EIEM A RIEARKE (se-
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@) HscToooOoOO PID

0000000000 ScbO”

T-B-NK- ADAO OO
J00oodoAkO0O00O0d
T-B-NK+ RAGO OO
Artemis 0 0 O

Cernunnos O O O
DNA ligase4 0 0 O

DNAPKOOO
T-B+NK- y cO0000000 scipd
JAK3IOOOOOODOOO0O scibo
T-B+NK+ IL-7Ra O OO

CD3d Oe OC OOO
CoroninlAO OO
oooo

oooooo

Ch40000OOOOZAPOODOOCD8 OO OMMHC class IO OO OPNP OO O OOmMenn
000000 DeGeorge 1000221100 00000OD0OOOOOOOOOOOOOODOO
0 0O O Nimegen breakage DO OO0 OO0

chaoO00OO0OCOOOOOOOIgMOOOO

WASPOOOOWASOOOOOOOOOOOOO
XLP"®

00000000000 00HLRd

000 HLHO Grisceli D0 0000000000 DOOOOU Chediak-HigashiO 0 O °°
oooooood

IFN-y 00 0000000000000 0Shwachman-Diamond 0000000000000
ooooooPP

goooooooooooon

ooooooooocoOooooAPSOOOOODOIIPEXOOOOILIORODOOOOOO

O°T-B-NKO SCIDOOO0O0OO0O0O00O00O0O0O0O0OOO0O0OO0OUO0ODOOOOUOOUOLODO
goosciboooobooooooooooooooooobooooooon
O°*000HSCTUODOOOOUODOUOODODOO
ooooopPDOHSCTOOOOOOOOOOOOOOOCOOOOOOODOOO

ooooooo

vere combined immunodeficiency : SCID) & non-SCID 12431} 5115, Non-SCID @ F
IR T MR IAAE (A A RAE), CD40 U 4 RRESE (X g & IgM i f
), Wiskott-Aldrich fiEfE#E (WAS), Xa#gHY o /B #f (X-linked lymphopro-
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liferative syndrome : XLP), 1&¥:RZEMESE (chronic granulomatous disease : CGD) %
GLAMESERYE, MEREAEME Y v S#BERAE (hemophagocytic lymphohistiocyto-
sis : HLH), HCOMREMERERIREEZETHS (00),

I1ooO0o0O0D0O0O00 HSCT

goobobooboodoosciba

ooooooo

SCIDRBOOWKSRTLIICTE LMY A THHEAEL, FEBITIZ 20 FEHYL LAFET
5o KT T-B+NK-SCID Th % 7 ¢ K¥EiE (X-SCID) TH b, R UEKBRAEZET 3
SCID 1o # Jetfk Bk D JAKS RIBIENIEET 5, T o3 THIIES X U NK #illgo 41k
kD D, BHIKBIZIER /238N T 555, YUkl T FICHiRmIcay T
HBHEN)RIEFENRFEEGET Y, 2D, LBREAH H» o@tko TH, BEMHRZ%L,
Fiteltk 7 v 2 7k CEE) 5 EOEERIIEERAE L, KREREFEICMS, =2 —€EY X
FRefav2F, ¥4 MAH O A IV (cytomegalovirus : CMV), TILRZAF IV
EIC LB HMAREES Ui LISREERT 5, SCID 3K 5 ~ 10 TAIZ 1 ADE|A TRIE
U, —iiy7si5#ki3 HSCT TH 548, @yl7aigihiciifr S na g nid, HIERGUEIC X
DFRINIFELCT 5, £ D7, SCID OZ WD & IR, HSCT %17 9 o it Tid X-SCID
2T A TIEEORUFIORE S A o520, AIMUEREE VLS GREHOMES &
0, DRETEEAINTHRE,

X-SCID HB3F ZIEH i 2 K9 5 7o it U7 il s 445 L9 0 HLA —%
I# N F— (matched related donor : MRD) #»» 5 ® HSCT TIIHILEZTTHE  THH
EHMESRTE, BHEELVYEZ Y POFFOI LMD, 0% Lo BH THRE
AEIREDSSFEST B, UL, FREMNIZHLA =% K+ —2REoh 3ERIE, HEOD
DEO R S8EA TS 20%ITHi 720, ZD 7, MRD K+ —0OF/E LW EHFIC
xt9 % HSCT Ti&, HLA —HFEIM#HEHE K+ — (matched unrelated donor : MUD) # 72
i3 HLA 7 w58 K+ — (Haplo) 22K 2 BN H 5 B BEBIENHTLE (mye-
loablative conditioning : MAC) ®#%, MUD & % i Haplo T HSCT %47 - & D E
AR 1E MUD T 63 ~81% "%, Haplo T46~78% """ <o 5 (00), MRD BXU
MUD 7 SHiALEZS LT HSCT #3213 72 T2 1D 5 B 45 §1(62.5%) TidEra 7y v
HRIDFR O, IO 2057 07 ) VARIEPAEICE s o EliEIh T3,
51T, BRBREDBO 5 i - e ABE Ui THIKAEE L, LA THIREALD
REICHEZEbH b LFMENTNE Y, —J), 7AWV T77¥ (BU) +¥7BKR7 7
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@E) - coooooO0O0O00000000000 SCcDO00000O0oOO

oooooo MRD Haplo | Haplo MUD MUD | OO0
goooooooao

oono oo oo MAC MAC RIC MAC
Dror 670 550

o0 44
1993 0120 | 0120
Buckley 1000 780 660 67
1999°" 0120 |O770 03d
Bertrand 460

oo 55
1999 0500
Dalal 670

o0 47
2000 a9n
Knutsen 880

1200 24
2000 08n
Antonie 810 630

i 36
2003 01040 0280
Rao 710 830

RIC 400 MAC 104

2005°" 070 |0O100
Bhattacharya 800

130 24
2005 0100
Grunebaum 920 530 810 MRD 9401 Haplo 24
2006 0130 0400 | 0410 MUD 40

OMRDOHLAOOOOOOOOHaploOOOOOOOOOOOOO

OMUDOHLAOOOOOOOO

OMACOOOOOOOOOORICOOOOOOOOOO
goooooooobobooooooom
gooooooooooscbogoooooooooooooooooooooonoag

oooo

IR (CY) %2 ED MAC 2 MUD BTk, B xtmEEm (GVHD) ©iEh,
MRERTALE (2 O 2 DUw Al 0 2 B Tia B PE (regimen-related toxicity : RRT) M
A C A HENE 18> TL 270 0y BRI RTALE 1 H O 7 PUE R o ik
T & 3 AMER, ARIMER, M/MIORDBLSh, SiEGerE, 2, HineEm & 725,
DFEE, MitiEr e, SESERAIHEE
9o MG PHE & UTid, “IRMA, RREE, NomREE, e T a5 & 8% QOL
(RO I 2 BREAPHENK Z > TL %, $1i2 BU 580 R0 8K B
el AT

S ST, FFEIRIMARIE, 3,

TR,
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DRI, BHIETIE ML E (reduced intensity conditioning : RIC) i2& 3
HSCT ik A 6NM 5 k9127 - T& Y O IE PID BFIZHd 2 MUD » 5D
HSCT T MAC 19 il & RIC 33 $l QG #ER & i L7 & 0 T, MAC T FH#BlEuHE
104 77 H THAEH 10 BBl teE 7o 7 ) VR FEREA L EE L > 2 DItk L,
RIC T3 P8I 40 7 A THEHI 31 1o 5 B 5 BI(16%) MR5efE 7 o 7Y v ife stk
2 E Ui, SCID DREFIEIL 6 Bl & DIy, 83%DAEENHF o, UL, HSCT
%@ SCID BHFITR - 7o fE 7 a7 ) Vi AREOAMIC OV T, o nT
X750, X S ICFEMBEE B MM (unrelated cord blood transplantation : UCBT)
& SCID izt L THTbh, FEFIEIIDIENIENS 66 ~ 88 DEHFRNBESNTINSE 29,
HHSETIE 1998 4~ 2008 H 21T 40 Fld SCID iz LT UCBT Mfrbh, 71%D 5
EEARERPHBON TS Y, i, ARG ORI RIEA DRGNS 2 AL
DR EERHE LR L, TOHEiET-72& 25, HSCT 251372 B+ SCID ##1%
BEITHO, HEFEZ3LHIS S 20 FHBHD, LTI 4BITH -7, HEEFID S B
ra 7 sk Pk TE 20 1746 (52%) T, MAC HifT 5 #, RIC fifT 5 #,
APALES L TH (55 MRD 25 OB 4 ) Z&ATWZ, —J5, REI7 0T UHiIFE
B AE TS 12 fl T, MAC K47 11, RIC Mf7 16, §iliEs L 10 #1Tdh -7,
VoD & 512 X-SCID % JAK3 RBAEIC 3 5 HSCT #RICHIE 7 v 7Y Rk s
BT BEGE, HLERD L TOBMOEH 60 ~80% EEA 55, ZHITHLTMAC
TREET B 7Y JHRFRENZT EA ELEIL LB H, MAC 2T Lichd, AT
BICHEBE D 2 RYYEP RRT O /e O EFRBEL R 70D QOLBEL -7 h 2 E0dH
&V MEEND 5,

—J, EEISOHED LS ITTINY T E Y (FLU) 150 mg/m*+ A1V 7 75~ (L-
PAM) 140 mg/m* + Campath 1H/alemtuzumab (%721 ATG) 12 & 5 RIC %17 - 72hE
BlTidAam P#ICBbD 52 RRT ORAESE KA - 72, SCID TIEEMEEE NS 2 &5 72
SESIIERTALE 3022 <, Bl MEE ST T B RERENG ONIZTHIER
W EM S, RRT RAPHEZ AT 2 & & DT X 2 R/NBOHFEHZ U7 BifALE %2 Tk
T5ZEMEE L, Kumaki &' 33EFHTo RIC # X 51255 72 FLU 125 mg/m* +
L-PAM 80 mg/m’ DHiLEIZ & 5 UCBT #=#&%E L, 5#l0 X-SCID iz2W\T/3fay b
2T 4 % T > T 1 HITEME GVHD iS5 BIMAE D 72D 1T 18 - 7o hs, 4 Flid%ERE
ALY FEFL, 7 a7 ) VHIARIEO AR L 57, ZOFILEIR RRT 34
Wb DD, GVHD ORAEREN G, BHMilEGIEEF A 5T F+-— R0 B4 Ky
HEBlbHEIENS, IORIMADBETH %, I ORDHBIF L TIIRETORAICHE
U T FLU 150 mg/m® + L-PAM 140 mg/m* D RijLE 2SS 5, 772U, S%ERE
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HEIZDOWTEKRFO RN D 5,

fif5, FLU 180 mg/m* + BU 8 mg/kg (81 BU 2 fi, ik BU 140 12k 5 RIC %
AT X-SCID 2% LT UCBT % Hifidk THhifT L7 3Bl N TTRAeEF A 72 MHL, i
Era7) v ERIichIkTE I E 0 I HENH B 7, 2hb SCID 9 % RIC L
VAELTHREN S, 2L, BU BBMHENE X CBHAREHASBREI A TH 5,
M IEES A RER E LFIETH 555, FLU 150 mg/m® + L-PAM 100 ~ 140 mg/m’
& FLU 150 mg/m’* + BU 6.4 mg/kg @ i<, 2% GVHD &IEFFIELTH FLU + BU
TEHETH > EHESN TS Y, BHEMOBEIYEIZ DT BU + CY MBHBHE
BT TETOE I ENS, K OB LICHILETH 5 FLU + BURLARICHITTE %
LEZoND, 1, BIAIHEE LT, BU A EMAE 16 ~ 20 mg/kg THH L1 14 #i
W T BT PERBS AR S A FE U 7 s, (KA 8 mg/kg 25 L 72 T HITid, 2FITEIRERE
FEEAAD I o EWME LTS Y,

LRt oHiE %= b &2, X-SCID B & U JAKS KIBAEIZHT 5 HSCT & LT MRD 250072
W4, FLU 4+ L-PAM %7212 FLU + BU® 2 >® RIC 7 v » 2L 4Bl & TD UCBT
O RERTALE & U THER S 5,

KAA KT 4 v EBAATLES LD UCBT %, Oftho# ] ki & % HSCT % il
3 2 bDTIHEL, SRR T 5 2 DOBAEHTLE % & OB EORER « RE TS
EDHMIZEL 2, bHbAAINSDOBREILEICTHZ ST EBZZ S 5 RGHER £ D
EPEDH 2 HE1T1E, BiLEMR L THSCT 2175 X&Th b, £7z, X-SCID B L
JAKS RIIELIN O SCID 1269 2 Bl (FAEFIE b V7, RAA K514 0 ELUTRT
bDIRFBDT, PIDOEHMEIZI Y H IV T RETH B,

DOEIZE T O HEITRNBIENIE LTS 720, KAA K514 12330 T HSCT %2147
HEEITIE, TRlICHEiE T 5 2 ENHEF L,

TR ZER A BEE LW IERE S BE 0 « /N R

e

Tel : 092-642-5421

E-mail : takadah@pediatr.med.kyushu.ac.jp

SCID 1Z%}9 % HSCT o#fEftizk & LCO O ITRT DT, BHEKABRS BRI o
DI ML T 5 2 EMHE Ly,
0oon

HSCT O#IEnd 5 &2 oh 5 HE% 3 7 HU L 15 A d X-SCID £ L U JAK3 K
HIED 5 B MRD 2315 5 4175 WAER
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gooobOooooscboooodHsSCTOOOOOOOODODOO HSCTO
gbooooooooo
grPiDJOoOoOOoOoooon

OOHSCT OO
MR H % day 0 &9 3,
®ooooo
T (a) d201E (b) ##333 5, 72720, BilliEx LCcoBMEHRT 3 60T
0,
(a) FLU + L-PAM

FLU 30 mg/m*/ H 1hr div day -7, -6, -5, -4, -3
L-PAM 70 mg/m’/ H 30 min div day -4, -3

10 kg K TIE, AHEMHE Im* b o5 E - 30 XKE (kg) THET %,

FLU i3 2.5 mL ORI AHEK CER) B L, SEREEAEA 20 mL YL cHRL, 1
RS I TS B,

L-PAM BRAHAMKRAEZMA THUSIREL, 0%, 20 mL Y EoAAIZHRL, 30
SrIE TR ST 5,

<JFEEFIEH>

BIALEBASG 0 2 &+ ik 2175 & & FLU & L-PAM 2R Hic# 53 2854, Wi
OEEMFEI 4 B &3 5, F/, HIMFbEEMERT 5,

(b) FLU + BU
FLU 30 mg/m’/ H The  div day -7, -6, -5, -4, -3, -2
BU 1 mg/kg % 2 hr divl H4[ day-3,-2

10 kg KiiTid, REIHE Im’H7ch 58+ 30 XKE (kg) TEHET 5,
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FLU iZ 2.5 mL OAMAHEK CER) ML, SEEs/fa 20 mL 2L RICHRL, 1
e 5 I T 59 5,

BU O# 5881, HERNMEIRICERST 2 &, RO X 2 BifEEER o3
ZENHBDT, LTHLEIRD S O ATHHEIRNE S & U, BCFRHANICIE&RE LEn,
105 RDAEREIIBE %7 FUBSKISER L, T MU THERT %, Filh THIFHE
L, %0 o 8 IFHILINICE G2 T3 5, BBICRE S 3HEa1RBD oh 2553
FERLEO, RYUA—FR—MLOEH s V) UV IOREPRY I —FIVRIK VB
YYUT 4 NI =R L0, AFOBESIZEOTIE, BRI CAREN 1 0] 2 FEHE
THEREINDE XS RiBEAR Y 72O TEMEBIRESN T2 (BEHRNES2ITDE
o

BU O 51TH 72 - TIIwEE7& IR 0 Bl i icalitk 52170, BU I REERE L,
KOG REZRET 5 ENHF Lo FHTFLRAI T BU M EEOFEEKZENKE <,
BITEA R T V0T, EENADLETH B,

@GVHD OO

MTX 10 mg/m’/ H iv (max : 10 mg/body/d) day 1
7mg/m?/ H iv (max : 7 mg/body/d) day 3, 6

FK506 0.02 mg/kg/ H civ day -1 56

AMMLUFH—=FMIZO0T, day 1 B TIHKRAK 10 mg/body & L, day 3, 628N
T3 K Tmg/body &9 5,

&7 v AZ (FK506) OILHFEEZ 5 ~ 12 ng/mL IZ#FF U (10 ng/mL BijtkH5F 08 &
Bbhd), 15ng/mLAEBIRNEHICT S, BB, NRTEELE /ST AAHR
D3~5fEE%ES 2 THIRET 5,

00000000 oo0oodonoOOoOoonD HLAD OO

Bohl ) — 2 3B E 3 5, COMEIIREEEGT 5 X-SCID B L JAK3 Rif
IEDOBHTIE, BAEMEMICH A HEZET 288 72N L TCOBMEEI NI & &,
P HS[E D SCID ® HSCT #ii il 0 83+ T UCBT o HLAEAF A MUD 86 Hi 3 & O Haplo
TR R N TEIF (77.8% vs 50.0% vs 58.4%) W ThH -~ 7o Z Lic &k b, F7z, HLAR
—H UCBT iU Tid, HEEAL2Y GVHD OHENEE 2 ENTPRINE D, @
@ UCBT @ HHEIZHE U TIMIEFAIC HLA-A, -B, -DR 28 2 FEA—2F TIZR Y, KF—&
UTEIRT 5

BhEMAaEE CD34 BEAEE T 2 X 10°/kg KL L2sH F L <, CD34 Bkiiasiss ¢ =
HRIZLEENAWEM%EEIRNT 5, N — ORI RMEE ERH 0,
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Dodoodooooododouoooooooooouoouoooa

@OUO0O0000000000O0ooooooon

Btk b H 1 Y Lo 7 a7 ) JiRfE 208l ET 5 ENZ0N, Bhik3 H

HU B 7 a7 ) VRiAREEZ 7D < TH I IgG BE (M 74E) 3 500 mg/dL KL

LEMERTE TV BEE, ME7 a7 VRIARERNLT LS EE L, 12EL, RES

07 Y VRSB DO TIERGED RAE A IR U TRAMICHI SN A2 N&ETH

D, FEFIZE->TIE, KEW NS THEZHFFT 208 0d 5,

@UUooooooooooooo

Ca) IFHEREC> 500/mm?, M/IMREL > 5 X 10'/mm’, #RARMEREL > 10%D = h £ hFH
EHH

(b) lineage (THHlE, BHilE, K#ilE, HHEK, HEK) &+ 2 Y X LB

(c) S 2ERFEM (CD3, CD4, CD8, CD19/20, CD16/56, IgG, IgA, IgM, IgE, PHA/ConA
2k %Y VSERFERILAG, NK &P, TREC/KREC &®7s &)

(b), (c)IZDPNWTWEBHIHAE day0 &L T, P b day60, 180 BLU 14H, 2

HH, 3HEHOKRMIMTHRAEEZITS

O O Wiskott-Aldrich O O O

0oon

Wiskott-Aldrich iEfERE (WAS) 3, XZtufk Lo WASP #1572 F ISR U, i)V
WY, HEEEIEE, BRIk E = E T 5 PID Th 5, AR Hims, = o®idk
B, 2 LTHERIPERATEY v RERES S ETRET 2HENROLTFRARDOZH
ThHy, W TE 272050 HSCT ¥ EFh b, ACRERBEMEZ NS & o K
EREBOAM G A oM, ORI TIHERESO SIHHE b ARICE 25 2 &G
INTWB, WAS ORFERIT, II/IMRIRD D A % 29 2 X @S/ Mk iE (X-linked
thrombocytopenia : XLTIZE W TH, FRILIZEOTHORIELE P Y o/ SHIGEAE % 7
FE UERI RGN TE D, L OFEFIZE T HSCT OO FHAEBRHIN 5 N &
Th b WEAEHI TR MUMOED D A%/~ intermittent XLT (IXLT) (EEFIH
i T K BIFHAAN 728, HSCT OGO ZFEIT D0 TIF BB T Il © &
QR

DOREICENT, HANUMK A2 ERBHEREZITER S, 1995 4 1 H~ 2004 4¢
12 H % TIZ HSCT »3fibhic 57 Hld WAS BEIC DO TORBESHE ST 5 Y, &
WHERE LT, &K &E LU TORMEIL 5-year survival rate 43 73.7%, 5-year failure-free
survival rate 28 65.7% T&% 0, MUD O kfEH MRD @ B IZVLH U T/, BIALE Tl
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BU 2Fk & Lic HEORKEN X L, HFEICHET 52 FPEARRNT T MUD, B HEEAER A
5 ETh -,

bAEIZE T 5 Ltk & European Group for Blood and Marrow Transplantation
(EBMT) /European Society for Immunodeficiencies(ESID) D H A K54 V%2 & &1, &

T B ARV RIEARIEREH BT 2 ENTEHO T —F 0 7 7NV — T TOMREHIT XD

&Nz, EBMT/ESID D4 A RS54 L i2BWvTh, ZhEHLETIHARI A V]
ThHY, [7abaN|TRBNI ENWLEINT VD, HA K74 & UTEMYERE
LIEERRETH O, KA FTA4 0 OEHOBRIC S BHFDOIRREIC X 2 HEHENLETH

, IRHREERD & B HEs% T HSCT 2475 2 E8HF L,

HAEICBOT B AT HRNBIERTE LTS 720, KAA N5 1 LicH30THSCT %247
DA, TRUCHEKET 5 2 EAHE L,

PR3 EpNEAvRe SH VAR S

fAE IE

Tel : 011-706-5954

E-mail : tada-ari@med.hokudai.ac.jp
odood

R TRRFEAVSERRIEIR, AR REZR A, LM TRMAREEE LRI B0
ZEEHD WAS ORZMIZNT LERZGTIERL, 2D, FRMD S@toReitm
IR E LT 7 r m— 3N TOIEF A IS, /MY 1 XD/
IMERIEAIEZ R T BRI NT, RREEZEES & ORI EN S, RIEREE- 72
BEITIE PIDI 2 S BEMHK T + — L 28 U CTHMFKITHBRKIKH T2 &, 7Ja—H 1 4
) —72 5 ICEIZTRITIC L D WAS OB uiETH 5,
oooooooooooooo

WAS B3 FHARD PID TH 0, HSCT O#ILEERTH 5, ZMHHEE L, Tald K+ —
BRoNBYE, BEOI L br—VET-7) AT, TEAHKIEWNC HSCT 2175
EWEHE L,
« HLA —3uf k&8 8>+ —
« HLA —8EkMixE# K+ —
« HLA —8ufif i K+ —
« HLA —HEE M7 K+ —

IhoBEonZungif, Haplo 8519 508, BRGNS X 207 HBIRE S Tk
WL, £/, WASITH9 5 HSCT TR 2 Z &b iiho T b sicd, FF—
V—Z2ELUTHELE D XEHIEE L EBZ o TN, RIEOKETIE WAS I
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%9 % UCBT @ 5 4FHEFRIT 82% ERIFTH B W a v b o— VIKEEDRYSE L H O
REZ G 2HTOFLIMNC UCBT %175 Z EBRIF OB BN~ & LA,
0 OHSCT
@UoOooooDooooo

Za—EVRF AR BT 0 ST AEH (N7 5) PRk

R a7 A ZHEERDURE TN A IUARZ S B, iiE IgG HICB D 59
E R ARIRILE N D 51 B,
@Oooooo

MizE (R, WEsE), BN 7, WE N 7 OIRTHRZET %,
@000

PR REE IR D A & RN « RIGHY 7S BIE R 2 AR J13k 5 Lz &S Binvie 5, RIC IS
& % & MEmPEB i (reduced-intensity stem cell transplantation : RIST) As&#RA9I1Z4T
bOAHRIZH D, PIDICBLTHHMTIEE L, LAL, WASIZBEWLWTIEBU 28T
MAC %2 tifT L8R THIEMAE S LD, BRBRESGF A T -72 0T 2EEME
BIZEL2 Y, gltod — o v XTORFHNE T, BHEZEESF A 7 0EFTIAL
RIERBOBIHENAEICRABA2IEPMEINTHSE Y, Lich->T, BeF AT
129 %123+ MAC ST, BIFFSTIXIBU + CY BEAREEZ 5, filiig 7 a7
Y ~ (anti-thymoglobulin: ATG) fFHOBFMEEIHINTE 69, ¥ 7L a v Th s,

BU 0.8~ 12mg/kg % 2hrdivl A4 day-9,-8,-7,-6
CY 50 mg/kg/ H% 2 hr div day -5, 4, -3, -2

BU EHHEMBA 7 20V 7 =2 7 2® 2T 5, HEREBAKHEICLVEL S,
<9kg:1.0mg/kg, 9~16kg:1.2mg/kg, 16~ 23kg: 1.1 mg/kg, 23 ~ 3dkg:
0.95 mg/kg, > 34 kg : 0.8 mg/kg

BIALE IS BU 23885 ViR 2RE U, BERELZ S X5 kb m2id
52 EMHEE L, RICHAYDHTREHITINESTH 5,
@ GVHD O O

v aZR) A (CsA) +3H MTX, FK506 +% MTX, CsA + A F I T L K=V
o ¥ (mPSL) 78 & K+ —12)h U THMEsR TEINT 5,
®000

MR, S CMV JUSRIMAES BT 256 &b 0, THEEET 5,

EIMPEE 7S & D H CRERBICHET 5,

B IR Rl O EIERYIEOHE A DB 2 &S, TEXBROBIFE Z EWHE Ly,
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®o0ooooag
FAYRL  To—HA bA MY —Z ORI WASP gt
Hil ) % — v & & Ol b 4TS
FPER FISH ® STR-PCR #
eyt netn A U voNBRE~ — A —#A, MiEREs o7 Vil (gE b8,
U U REREFERALIOG (PHA, ConA)

M5 FMEREL (aefg), ARmERE, Hb, Ht, /M CEAAERD, #
ARIMEREL
AL KA CMV, EBY A4V (EBV), 77/ AR
WINRIVE - OFF  —IRNA, RS, NS, AT
0odo
KHA R4 3PN REUSSAEEEDbR, FHCTRICRT SRS HROBETH
5o

@OODO000OXLTOOO XLTOOOOOOOO

XLT T& HOREREDEMIEES 2 A0 2 2 &b 0 P, 20 & 5 1EHITIZ HSCT
DHEILEEZEZ 5N 5,
@O000000000o0ooag

RRT $MMSIHEEEZEZ 5 &, 1 RUBTOBMPHEE LWLEEZ 5,
@UUIUOOD :FHAER~ARMORES, 5Ll EOER, HOMEER « BYEEEA
DA

H Oz R B A HHHI T, FILEIZERL-> TY Y F9 2 G CD20 £/ 7 a—FILifk)
ERET B ENHNTH AR H B P,

TP A PRI T UL, ALYHEE TTIMRITIS - 72 T HSCT ¥ E L,
@RISTOOODODOOOODDOODOOOOOOOODOO

BoKIZBE W THEDOMBEIZB TS RIST dElA oM TE Y, Kl bl 258, 1H
HPBHHRO HCHRERBOAHDOZENS, LWEK I v AREoNBRE TR
EE - TH U,
G GvHDOOOO0O0O000O0O0O0O0O00O0O0D0O0O00O0
®0000000000000000000
@OoOO00o0oooooooo
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guoooobbd

oood

18 NEFIERE (chronic granulomatous disease : CGD) Z & fifated = RN &5 5
PID O—RETH 5, LAWK D EAEMIE « HREGEE N U, FEEES IS AR L
RS OPFHETH B, THRARTHEME TITREMECT 5 L3 TOch, P
BEORERA vy —T zmy « HUOBA, HELFERRORER EILD, BF
THEFUEEL TV 5,

R, HSCT BB ARTH » o8, BTLEL, BHEREHCRREOESICI OB
RHRRAT I3 8% LT B,

2001 41 KkE A 5, FLU, CY i2& % RIC & O 7o KA AR Al 10 451 0 %5 SR A3
Hahic™, FLU, CY, ATG mifliE®, MRD 5 S T Hi e ks 2 AR i s fn B s #8 it < 4,
3FHFELCL, 1HIPHEMEE VS FRTH - 72,

2002 4R ITIZBRIM A © 27 Pl O B R RAE s iy S v 7 ™, Bohile Al CTIEEIPERGYE % A7 L
TWIHENNA V2T TH-7cZ &, BU &ECY 2FKE L7c MAC 2V, 23 BilAEF &
BIF SRS S nic 2 EAvRE i,

1992 A & 2006 4F & TIZ HARE PN THSCT B3 fTbN72iEFID 5 B, SA& L 272 32 flic
DWTHEE L ET A, FINIBHIT 6 FIAIET, 3 HIAEM S, M 3 Hl3HEhiE 2
1 BIDSSELT Uco HARIIITIZAAE 25 Bl (EAE3R T8%) T - 7o

BRIFFERTA 5 &, JEEH - T d WK Th D, 15U L3 EE
fE LTI, B S CHHEERYE AR LT IcBETIE, SEC, fEMAINZ <, BREA
BTh -7, Bz 32 it 26 flcgtinsfinsh, MRD & MUD d0hdh & ki
RIEFT® - 724, Haplo TIREEARTH -7, BILEHFEICONTIE, BU+CY iF12
Bl 4 BIDRGFES RRT 12X DFELC L, FLU + CY 3 14 4 BAHE Uleds, BRKIR
BF AT LD, FF—1 »3ERiEE (donor lymphocyte infusion : DLI) %% U /< fEH]
M- T (T/14) 6 1HZ1E GVHD RYPLIMERD %2 & 7o UIER] 38 S i,

H A7 LU 72 25 il Karnofsky performance status scale & 21 #1435 100%, 48 7T0% L E
Th -1,

Y bo 2006 % TOENEHE & &1, JEAEG7 18 RS0 A AR IC B3 5 3
BRI T, AL FI 4 v 2ER LI,

MERIHET20ERLEOEDTH D, 5%, LOELETHIMDOGWBAET A F
TAVITYEI SN T S EERHRE LT0 5, FERMICIE, SRR X 2005
RAEMIED & &2, li7 o b a)VEER L, BRRROSE SEME coBiiz

1)
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Fid ARG EZEZL B ENEE L EBbN B,

DOENIZB T ST RINBIENE AT 72, KA A K54 LTS 0T HSCT 217
IEEITIE, PRl T A EMFEE L,

INSYNESVRESHIINVERSS

IR TER

Tel : 082-257-5555 (ft2)

E-mail | masak@hiroshima-u.ac.jp
goceboon

EREMNEE & 72 (3 E B IRYYE &2 I 9 2 IR 3 & OTEPERE R PEA: AE (UF TP BRBR B E) REEIC
X 0,CGD OZWHIINEETH 5, 2  OIEHNTFLII & 0 B2 JFILIE, SEHY »/SHi%k, iT
PIREIPEREES, hH%, Mg EEREL, fUAEMEES LML STHRETH S, 7K
VERE, KW, MAEEZEDH ¥ 5 —CEHOMBEKRIYER S T T ARV FIL 218
E D ERBRGHENZ W,

AR ED A2 XA —N—F F ¥ F(O)IT UTHIME A o3 &lPiciti U, X0k
WIEPERE SR (HLO,, OH-, OCL-) &2 D BRI o A—/X—A F ¥ FEAMHKETH 5 NOX
32 DOBREAE (gpol™, p22™) & 4 >OMEEEE (p47"™, p67™™, pd0™™ Rac
p2l) OMREEKREEKL T3, CGD TR A ETERE&ELE D 5 gpIlhs,
p22°%, pAT™, pBT"Y, pd0P* DWW F I KIA L T B 72 NOX FEPEARIE S b Uk
VT B ENHRETH B,

TEVERR PRI IR = b T — « F b5V U w4 (NBT) EICRENBETH
50, witid DHR-123 # e 7a—H% 4 P A MY —@EBRHINTWS, 7a—H 1 b
A MY —IERAERA E U TRAESHITIKEETRETH 20, BEHERZ W, EFTEE
RIS 5129 W E L,

BAZT2W B L S8 CRIFEEAORE) 3 PIDJ 2/ U THMMHR K TS 5,
WEEBW DA STBIZAY v &) V7 ICSLERTERTH D, BRENCFE/BL TH N
ETh b,
ogoooon

CGD BANRY F LDJEWERETH D, HIEEIIAERNT & » TR 5, — I X#HH S
O gp9lP = KIAENL, WYKL PED p227s, pdTh, p6T KIEF L » ERET, FPHEA
BThH B, Lin L gpl" KRR T & HARIRGHYE %2 K3 2 5EH10 o, TPHIARICEDIFE
A ETRGHEE I LIS OBAER & THAET 5, BALEICOHER, fH % ORER] D BEAEE %
5 HARD TITH & TH %,

BAEEIGDORIEZEE > TORLA, UTRBMEEILEZZ SN 5,
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oooooooooo

FERERYUE# K L, 7> HLA —® MRD % 7213 MUD 434 5,

fifl % DREB TERYYE D RIS, S S PICZ DIEMMNIRLL 5 7, BHEBEHEZE
WEHIEMEE LWL, L, EABAEGE T 15 MR OMKERSY 27 KT Th - 72,

AR D EIRYUEARIE L, VRN T-Th HMIRGIEREHE L 22 &, 15%
Y ETiEM GVHD stk b mE 2 2 o, (KER (10 MM TOBM AT 3
BERbH 5,

A S CHRIERYYENRAZE L TOBIERNIZ Y 27 W@Enies, PidwE, HEER %
BHLUT, BREE CICfEERMR 0 KIEA BB TE <,
ooogo

By — 23 E#iEHE 8R4 %, MRD Tb MUD THBAMERZRBIFTH %,

IhDF o nE4ITid, HLA-DRBI @15 7 HE— FEA—BEEIME N+ —, W% %
B9 5, CGDIZXd 5 UBCT i&, THIH 4 HIHHIEZ 72 3 BERRYYED 7DIZTL -
T3 "W, o8By — X A2BIRT B el 289 5,

HLA A—Eg 863t < n 2 AERIAZ 0 HLAL MEA—3Ufiz 13 HLA —3E ik & 13
FRAEE SN0, BBV, bAEOBMBRES BIF&E IS 250 (364 1 fi4:
7, 2HIEE) 7o, HEISHNTS 5,
ogoooodoo

WREM © AR 5 T O MR TERGYEIRE ORI Y R 7 NFTH 572, BAEii

ZW AT, BRIERENT UL ZHERL TE o MERHICEE S mm THHRIHTE
5 PET-CTDEE Ly, Gav v FThId, MIHEEEIH lem TH b, PET-CT I
3% %,

FEHINIR : ST BHIB LA +5 3+ —IL7s EOHEHEHI
ogoooodoo

KAARTA TR, A E TOMBNEL, BNTOBRMBINED &GH» - 72 FLU X—
Z 0D RIC =H#E¥E4 5,

1990 4EfG13 BU + CY 12 & 5 MAC Sl o Thviehs, AERTIRYYEL RRT I2£ 5
R, BU O NpmFrkEsd, MpEENREE T -7, LML, FLU + CY + low dose
total body irradiation (TBD 12 & 2 RijLiETIZIREF A T &7 0, DLI Z% U iEHIH
ZUV AL 5 72,

Uk &y FLU FAOHTLE ICEMH 2B LI b OBBEEEZEZ S5NIDT, B
PN & SPE N H] % 8 A 7o TRl O AT 2 R T 5,
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FLU 25 mg/m’ X 4 days day -6, -5, -4, -3

L-PAM 40 mg/m’ X 2 days

% 7213 80 mg/m’ X 1 day day -2
CY 25 mg/kg or 750 mg,/m’ X 4 days day -6, -5, -4, -3
Low dose TBI  3-4Gy day -7

ATG (X7 ¥ a V)

CY iz Cimtho fEktknid 2 —4 7T, CGD BH TIRRIIERBIT L > TY w3
ERTEMAEL T B 720, REMHBMTCY BB ET 3 0D ERGH 5, HFITHE
W CIHIREREGIAZ , CY ICLBREMFINEE LV EEEZZL SN TIN5,

E AN IC B0 T, low dose TBI(3-4 Gy) FEitifsl 13584 K+ —HI A FHE T % 72 (DLI
hif & &) DT L, IS 7213 total lymphoid irradiation (TLID) Ti3HE#E 72
BIES+ 45 (DLIE & EL) 2L 72D T, low dose TBIIZNEEEZ SN b,
Low dose TBI @ BpiifEsE, HHIC >0 T3 a2l s shTunEunds, BAeARRETE
MTORKES &Y, TBLIATHIO HAEMEE L KREF 2 J IR 2HENDET L ERbR
5o

ATG 220 T3, FMBEEM N+ —08412 GVHD PHiE LTHMTH 503, Bibtk
D7 A IV ZEGE (CMV IRYSE, EBV IT& 2B Y o/ SBIERETS &) 12343 H
WETH 5,

IFN v #5613 %A 1 ~ 2 A7 HFNC IFN ¢ 2k L7z sk b,

EBMT TiZ BU ZB8n#ny s #5580 5% 12 U, FLU & ATG Z 7z i3 alemtuzumab
ZHAEDEIAIME AR L TW5, LiL, DMBETIE alemtuzumab O f /s K ¥
Thabiew, RBFFEELTFLU 180 mg/m’ + BU 8 mg/kg + low dose TBI iZ & % HifflL
EHHELEL 721,

0O OGvVHD OO

CsA & % iE FK506 + 4 MTX % H %, CsA & FK506 @ HEIZ D0 TS H O
OB TH B0, MR N F—DEEIZIE FK506 BHWL SN TS,
oooooodoonn

Bhiith, K130 AT EITF A ) XL %EWET 5,

KF—D ) URBRkF A Y XL 60%% T Al - 754121, 28 50 i 1 Susg i il ) 4 ik
LU, DLI 0% fii%=Z K3 %5, DLI i3 CD3 Btkfifa & U T2~ 5 X 10°/kg/ [Al7» & B RdE
MU, FAVXLORNAEALUENS 1 ~2 X 107/kg/ [lF TET3,GVHD DHHEIC
BHoFEE LB ST %,
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oooooooooo

ogooooooo
I BR R TR B
Za—%A bA MY =K BIEERFEFEAGENE (DHR-123)
F AU R LIRHT GFpER, Y v oER)
FPEE X/Y Getiik gt (FISH i)
<{r7a%754 r<v—#4— (STR, VNTR)
Za—%A b A MY =K BUFHEK gpI1™e FEBUFAT (TD5 i)
AT id pd7, p6T™ D FEBL S RN AT HE
Wifg2Wr (CT, MRI, @35, PET-CT, Ga ¥ v F1 &)
BRI A (IS, PISFIETS &) DI AhER
—RifR A, AR
7 AV ZHEAE (CMV 72 &)
WML FEIIRR A (RS, AIERE)
TR A DR
nooooooooo
Z i LRI A i & U2 @8BM 7 o b 3V oE

ORI s D R AE
BRSNS CRBHEHEERIIEE > TR, I—o vy XTEHIEUEENRELTH
5,

RIALIE D X & 75 5 #ead
BU 16 mg/kg, low dose TBI O£ T D EIIEH O#E!
B RER A & AL T-E D I H E B HE AR K
GVHD iR E O e
BAF A FIRRBIHT 5 iRFHE

gogcb4soboooooooooodg igMmooogg

0oon

CDA0L RIBFEIZ T A U A1 6 OME TR, £ O PRAERREF (79 Hild 8 #1, 10%5E
) THBHMY, I—0 v 0 o0WETIE 56 FIF 13HHFELELTE Y 20 ER 0 R4k
FHRIZ20%TH 5", HARENTRIEZ T4 BENEFIN TS0, 154
(B8%)MFET-LTH D, ZOEMEGFHRITII — o v R EFMEIZ21%THY, FELABRTH
5o FELAEMG IS 1AM 3 B, 1~ 105K 4 4, 115%LLE 8 il (53%, 11 ~ 375k, Hrefi
16.575%) Tdh - 12,
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RAA KT A IZEKD HSCT 1B 9 2 CHkERE B 46 B, & L FDAETO 11 flokk
BAESZ1C, EBMT/ESID A4 KI5 4 % & &I, JEEIEIF MR A 2P AV
W7 —F 0 77 NV—TTOMIZL > TES N,

HOHBENZB O T G HRNBIEPIEEIT S 72, KA K514 2S00 T HSCT %47
SHEITIE, TRUCHEKET 5 2 EMHE L,

Pt R R R ER N IR

Frll HE

Tel : 04-2995-1621

E-mail : nonoyama@ndmec.ac.jp
ogoooouoooood

CD4OL KABAE I PRARBHAREARIETH D, HSCT OEILRETH 5,

BWIHEE L, TRl F =2 oh 54, T3 EMICHSCT 2175,

« HLA —%([FIfa ¥ ¥ —

« HLA —BEE a4 F 7+ —

NiFon 285613, BHEERTE 270NN HSCT 2175 2 &M E L, FIC
= 2 — VX F Ri%DOEPHIT HSCT Offtxd#liit EEBZ 5T 5,

o eI N — (HLA —%, 1 EA—HEET)

FEAM AL R — DA TORBBIEI SR E 1 HITH 2507, EHNEBRGIZ 2 HlH
D, VITNHEIHLTB, HLA —HGH# F - —BHRonimngis, +oslaind
5 (REH/NI O, ERPE D) BRI BERBORNR LR 5,

c IZAT v FRKEN RN F—

BiR A TRBAEIN 30D, BaPEESETETH O, MIC#EE F -2 onidn
Bia, BREARET 5,

B2 oERAICE VTS, UTOGIHEOBENH b, BIYENS 5FEa > bo—
WENTOBRICHHAEZET 5,

o BB (HLERSZRY, BERERY)

o ik (R O S8 SCHRIRAE)

« G4 / 18P T (enteropathy)

7T AR VT LG (D SRtk s s)
c MY TS X RYHE

« T Ot D HIEVEIRIYE
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oooooooooo

0oon
OO000000000o0o000

Za—EYRF AR BT ST AFI (N7 #© ) PHig 0.05~0.1g/kg/ H

W a7 VR IgG b5 7 A 500 ~ 700 mg/dL ML B &5 B & 51T 2 ~ 4 BERR
fBTHE3 %,

JVTRRRY O LBPETPH EB LIRS B0 01um FOT7 4 Vs —%@ Lk
BRKEHRHTZ2I L, GEE HHO IR TIVY + —F — 33 LU HEEK T,
FRZI—m v/ XD IR TNV T 4+ —F —3FEEED 2 ENZ )

PUEKITHINR : 759 2m<4 ¥~ 10 mg/kg/ H, #0
(TozRa=A Y AN, REEETREICE 20 6EMES D)

I ERIRA 1T 5 G-CSF 5
@Oooooo

e, B8Ny 7, WS s o, s
@UOooOoooooooo

AST, ALT, 7 GTP (ALP, NH,) Ol

/&R a— 0 1E/4E (HFEEPHBADR ) —=27)

S s KO PRIERE O 7 ) 7 b 2K ) U LA (V3 B0, PCRER)

GIRKFEFERY B EiRSe4E (E-mail © para@med.kanazawa-u.ac.jp) 1 4KHH

FRBRETRENRON - 1284, RO 729 MRCP 27 % %18 (ERCP (353817 7E

BRYeA B TN H D ITHIR0)

@0ooo

(a) MEESPEENIE S E

BU 0.8 ~1.2mg/kg % 2hrdivl H 4 [9] day -9,-8,-7,-6
CY 50 mg/kg/ H% 2 hr div day -5, -4, -3, -2

BU @#ERARA 7 AV T 27 2® 2HHT 5, GREEEICID RS,
<9kg:1.0 mg/kg, 9~16kg:1.2mg/kg, 16 ~23kg:1.1mg/kg, 23 ~34kg:
0.95 mg/kg, > 34 kg : 0.8 mg/kg

BALERTIC BU 23685 VI iREZRE L, BERE ST X5 k5842 HET
B ENEE L, FHCHYGRTREFITORETH 5,
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(b) WEaekid (FRIChFRESE, MBS 285 556

FLU 25 -30 mg/m* X 5days  day -7, -6, -5, -4,-3
L-PAM 70 mg/m’ X 2 days  day -3, -2

F 7213 140 mg/m® X 1day day -2
Low dose TBI 2 -3 Gy day -1

L-PAM (A V7 7 5 ) OBHERICEH3 2R ET 5 2 &
GO00000000000o0ooDoooog
B ) 74y — %l U BRKERKHAKE LTHO S,
70 FaXR) Oy LB L, PCR BRG] : FREELRL, /3757 Y) Re<
1 v (10 mg/kg) FHi#5
7V T7RRARY DT LRS00, BERERSL, PCREWE: 7V Rm<A v
(10 mg/kg) MAR
70 7a AR VT LRYSERS O, PCREM: 7Y 20w vy +oe<w L vy
+— 7 FH=F
Roe<AL Yy AR
30 mg/kg 4+ 3 UNW), 156~ 25 mg/kg 7+ 3 (RA)
HE P Ic =
=7 FH = FAMR
200mg 432 (1 ~33), 400mg 32 (4~113%), 1~2g42 UKA)
AST, ALT o EHICHEE
NROEIA Y VLTIV FH = FOAFITHI - T, BHEIE R ICEE
(http://trop-parasit.jp/) IZHWELE S Z &,

guoooobogogooo

ooood

XHEH Y o HEGERE RS (X-linked lymphoproliferative syndrome: XLP) (&, 1975 4
IZ Purtilo 51T & » THE N7z EBV IS0 2 KR LEEINE O KM% H 9 5 e Kk
BEARIETH 5,

1998 2R KB n T SAP/SH2D1A MR E X v 7z, SAP X THIlE® SLAM % NK Hifzd
2B4 OHIBEN K X 1 v &S L, THIRE® NK Mgz 2 Mk Eimit 2 ot S E,
EBV R4 BB OPER @ EEZL 5 b, SAPIZSLAM® B4V DS I F X
SLAM 7 7 3V =51 EEBTE I EMbh>TED, Z0 I &HXLP OZELEHIRE
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oooooooooo

BRI LAEETDONTH SO0 LA,

XLP ®#J 20% 13 4 fifk I SAP/SH2DI1A D I L EEEIZIRAMET 5 XIAPBIRCAE RIZ X 5 &
DTHY, SAP/SH2DIAZ T & 5 XLP1 EXHI LT XLP2 a5, XIAP id 7K b —
VZAEMEIT AEEATH 50, XLP OFFEE OBRIIRIZH S M T,

BHRIERNZETH O, FREBERYSHTRE O EEERZKHDNES 2 &b 5, BIEH
ILYPEHMEE (60%), BEWA V<77 VIE (30%), LY o 3E (30%) MH=T#
Thb, M—FRNTREREAERBMALEZZ L LIELIETH S, $910%13 EBV &G &
(ZIERIAR I FAET B o

XLP2 OlFERIEIR I XLP1 L id»2EA D, HLH (RET2 0082 0) REAT <7
o7 VMER LE LIRS s h, Y VoNEORE IS0, XLP2 I FF I 72 il
W& UTRAEGR B S ICMENH 0, RAETEGEREEZZRICZH S h 2560 b H
5o

BRRRBIBNE Ui RN LB T H 5, BOCMR R AR I3 JECHE 0 90% L 1. TH
D, ZHBEBEPHIZYZ7O0RRY VAR bRY FEHILE LI LEREE BT 5,
ME— DARA NIRRT E MR TH O, HE FF—BEShNIER L2 ICBRAZITS
EnEHoh b,

HMET 21 % 33 HD XLP1 NEE I N T2 M, HSCT %2321 727» - 72 21 #1(65%)
RRFFELC LTS, 12614 HSCT A5, 1141 (92%) BHAEHFL T 5, REFIRIZD
2 0AS, MRD & MUD TR IZZIZ 7, F/ MAC & RIC THEHEICEITRD S17s
Mo to, 7z, EEESEFEPIZEIC &N XLP2 1264 5 HSCT i3 2 h & T 19 Bl ThifT S 4,
BU 248 MAC L Y X U2 T4, alemtuzumab + FLU + L-PAM » 5753 RIC L Y A
U1 BITHIAITES N T B, MAC 12X % HSCT Tix 1 #1(14%) UL EFLTE 57,
FEAEMRRT TIEL LT 5B, RICIT& % HSCT Tid 6 #1 (55%) MAEFEL T304,
XLPLIZHARTHRBEARTH %,

VUbzBEZTXLPIZH LUTIRRICIZE S HSCT W E LW EFEZ 505, KICHENL L
7TbDTIHIV, BIRETAEMEZEZ 5N 5 kA Tilind s, 4% b ui st
TMEETH O, KAA K54 TS THSCT 2479 841203, Pkt 4 5 C
EWEE L,

FOR ERF SRR F R N

Ak SLAl

el . 03-5803-5244
E-mail : hkanegane.ped@tmd.ac.jp
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oaaad

HEEZWNIZ IZBIE T2 AR P EZ 0D, SAP BX U XIAP iZxd 5 €/ 7 o—F Lt
WEFH U7 a—% A M2 MY —ICXBfiG2MENHE N> Y, MleNED DR
EFMET A EICE-T, A7V —ZVTHEETH B, 7a—HA b A MY =15 TH
LA ic & 3 XLP 023, \ILRZERZH/NUE A% THilTT - T %,
oooooooooooooo

XLP1 & XLP2 ZEERIICIZERI 2 PID TH 505, EPNICASZ EMEE L TPEART
b 57, WIEMHEREE U TIEHSCT LA, 2FABEEIEER 200 TiEED,
XLP1 O—EICidEA v =7 a7 ) VIlfEAFE 2T & T 2RAERDBIEET 5, 2D &
9 IEREFE CD8 Bkl O —H I IEH 72 SAP EH =D 2 KM EY 1 7 TH B Z &M
KR SN ERD®, a7 ) JliARETRNAGF Y 52 DT, HSCT 3#HFEZ
WL 5,

XLP2 IZ2 W TR EMWE PRIIARESN TS, HSCT OMEAR L Rniao,
HLBBE TIIRMRAYIC HSCT 2810 %2 D Tk, UL L, BFERY HLH D &AEH: 5 R
&P % XLP2 TIE HSCT 2% 84 5,

FF—v—2&ELTIEMRD BRfDBRETH S5, MUDBERETSE K, 7220, Wi
MIZ2o2WTERBHRELVE L RRT B2 0w, B RNF—0NEI LTHERODSE0NY
GO ET 5,

O OHSCT

MK Tl alemtuzumab + FLU + L-PAM » 575 RIC L Y A USRI W T 5 28,
HBE T alemtuzumab WEHKETH 5, T FE TORED S FLU + L-PAM £ HAR
12 low dose TBI Z A B HILEN & » EZ {fTbh, DOMESGRIFTH S, Lichi-
T PRLISR T AL IE 2 2524 2,

FLU 30 mg/m’ X 5 days day -8, -7, -6, -5, -4
L-PAM 70 mg/m* X 2 days day -3, -2
Low dose TBI  3-4 Gy day -1

L-PAM (X )V7 7 F ) OHEGRIRICE 00K ETS &

GVHD P20 TR R+ = —RITIH U T CsA & 7213 FK506 + % MTX &9 3%,
ooooooao

XLPL iz oW Tiditadii il T & 2 ki 215 5 T 505, XLP2 I oW Tk B HldEIn, #
RN, BRE AR b Ao TR T REFESEI N T 5,
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oooooooooo

guoooobbooooooobbd

0oon

MEREAPEY v SHEEERAE (HLH) 13, F824 « JLBkiED « MRS « $R 7 4 N e sl
REMETEA FEEE U, MR B8 & k& A2 W B AR & T 28 TH b,
BEMNRERICX2ERMED D &, BREPBIER « BT SickiRd 2 ko b0
LITRAlEn B,

g R R > — R AT K A M H O SEREINEETH 5 Z &, HLH oAtk iz p s £
BT AZENMEEAETH D, EBEOBRITINEEED, JEEHSZ 0,

HLH O FEA iR, CD8 Btk THifaZ il &35 U v XBR7E & OIS HLEEER O 25 7275
Pk s, IFIFLHA AL L OHBEIARRSBREELE (1 M A VA M=L) TH b,
FhZ5IERITHEKE LT, MlksE:T Y 2Bk NK M O {1 R S v T 23%
Zo6Nh T3,

Kt HLH (familial HLH : FHL) © K&, 1999 4512 FHL2 O JFK & LT perforin
(PRFD) mRESH, LUtkY v BRo ek Rnnc B U 7o 2% 2 @k B &3 5 3
B (FHL3 ~ FHL5) dRIESN T3, WIFNOKM&RIEE TRIBERTH b, HLH
EME—ORBMET 5, 1T TITT0~80%, 3mE TIITITLFIMRIET 545, KA
TORIER & T MITHFET 5, DAEITE T B FHL BV AEF © ##7 Ti1d, FHL2 &
FHL3 (UNC13D) »sZh 14 1/3, FHL5 (STXBP2) 2% % 5%, FHL4 (STX11) ®
AN,

FHL (3 fefe by (HLH2004) TEMIZA - THIEEOHPRIT X - T CITHBL,
FRUEAICEHREMNEE 2D, PRARTSH 5, Lok - TRELERE TR,
PRI HSCT 2475 AEMNH 5 o H ARG MK -2~ DB 5kF] 53 flo FHL 2>
THNT 24T - TohE R, 2RO EFRIZ65%TH - 72 RIC 12k 5 UCBT i3 13 il TiTb
N, Mo ik EERTEBICHEDRRZ L >72bDD, EHFEAERENEN -7 (2HHOD
UCBT THZEFETH - 7)o MRD 231F 5178 W41 UCBT MSAlETH b, @ RIC
LY A v & LTL-PAM 140 mg/m? + FLU + ALG 2B TdH - 722, HAEIZ ALG (Y
Y7 7aT ) U0 ) nFGERIEES 5 T B,

#ESTid Marsh & VS MUD B2 B — 2122 BB O TBI B ZHE LT3,
A+ * 5 (20% A< HLH HRPBE SN E) B2 DLI B EABTEE Uehs, ik,
Alemtuzumab OB 5EEZZEH L, BEF A TE2DVELTEHHEEZREL TSP B E
T O HEGINIE D RTE Ch AR AR A & B ORSRED IS0 U TR Y — X2 &RT 5 2 &8
HE LB bN B,
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Fi, WHRMZEBRY — X ETEHE5OHLEIZ DN THBEN S 13 Flo FEM 78 H ik
NdH B Y, HAMILL Y A 2 iF FLU + L-PAM + low dose TBI(2-4 Gy) Td %, RIEAE
WhixAE®K 6 7 H, UCBT £ CTOMRILb A A TH -7z, 10 B3 F 21 H THEEBEEZRE D
M, 2 B3RS hz, ISz 243 MAC I2& 3 UCBT TR S iz, 2HIZERS
FAYZLOBITEBFAEER 57, 11#10 FLU + L-PAM IZ X 2 HiLiED 5 B, L-
PAM 120 mg/m* Ll b+ TBI £ 7213 L-PAM 180 mg/m* 2 &L L P X U Mo L ¥ A v &
D HEBFRNED > 72 FLU + L-PAM 254K &3 5% RIC L Y 4 »i2 k% UCBT & FHL
KEBOTZIANGNBIEHREZZL SN S,

VU bZ#AT, FHLIZX LTI RIC-UCBT 28#EAEEZ 20, WELEHLLZLDT
FHOFHL O W AR50, HAERICZish a6l T0b, 4% bR
BIENENRETH D, KAHA RS54 VIHESWTHSCT 2175 B4, Fihicdigs
THIEMEE L,

TR R A BE R 7 R FE R N R F45 BF

KE FE—

Tel : 0836-22-2258

E-mail . ohgas@yamaguchi-u.ac.jp
0odo

BRSO, HERIER P A & FE M & ikt HLH 28514 % & S I3 AnEET
Ho, AT 2EEETODOD, U UNECBERT EHEN &2 REPRY:
IZEBV) 0%, NK &ML EE2SEIC, HEBWICLEBRRRAEZIT) L LB 5,

RIS W I LB RENDETH BN, Jao—H A M X —F =T 25V
7oy MEEROIEARBIEINICEK SR 7 ) —= v 7l TH 5 Y, F1, NKHilE
DOFANEREDO X 7 ) —= v Vb A TH D, TNHDRAT ) —= v TRREIZ DO TIIH
R NREE S Al E# (E-mail @ yasumi@kuhp.kyoto-u.ac.jp) 124
bEBEL,
gooooouooooooo

FHL 3582k (HLH2004) THEMFEIZA - 72D BIZ#i2» I HSCT 2479 N& TH
3, L7zhi-> TMRD BROH SR WEAIZIE, UCBT & IR&S N 3, B0 K EH
10kg KiliTH b I EMFLEAETH D, HXMIZZ L OMlasBiish 570, UCBT
Tdh > THIHEMOOLEIFIEND T 0,

i I LTS 22 191 HLA-A, -B, -DR 28 2 BEA—F F TICIR b, BRfiasus CD34 B
PERREE T 2 X 10°/kg DL EASEE UL, CD3M4 GRS TX 232 aEhs 6D
RINT 5, N —0MWERIPMBE AR b0,
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0 OHSCT

FLU 30 mg/m® X 5 days day -8, -7, -6, -5, -4
L-PAM 70 mg/m’ X 2 days day -3, -2

Low dose TBI 3-4 Gy day -1

L-PAM (A V7 7 5 ») OEGHIRICIE 02l ET S 2 Lo

GVHD PHHIZ 2T K+ —Y — ZIZIE U T CsA & 7213 FK506 + %0 MTX &9 %,
goooodao

FHL O3 & A L322, Bl E 12 LKMo TH Y, 72EX RIC L I A
YTH-oTHRRTBAULSTHD, FlkREERD EOBRMEIHESERENZ,
& Tl hiciifa{, m>RRT OBV RIC LY A v OHREBBEEEZ B,

oobn

A4 K54 TR PID KT 2 BAED D AEIT B 1T 5 BHER S HSCT 1220 THR
L7, UK TS > THREAZRENRL D, EAHIESRBL0T, K37 —
T =X = FIERLEDPLETH 5, T, BRATRORIEENREEZY TIVI A LTES
gV ITBEIELEETH S, LI - T, Mo IaENEESICd 5 HSCT & I3#EG
5N NH B, HSCT IZH 72 » TEHEBRD & 5 ik~ 50, & 5 WIFEEIC
AUFNMLBROTI TENEELOEEZLN, KA K4 VMWPIDITXT S
HSCT %2179 O —Bhlic B hiFH0TH %,

0d
KA RI4 2 3IE LT, BEGEEEEMEREAIERIEICE S 2 HEVEIED 7 —
Fr77NV—=7(SCID : AfAK 18, FE KK &¥F oM, &H SR, bt 5,
by =K, BEOIE, A B, Bell R, bR, MR O, WAS:DAH
IE, /K BT, CGD : Atk Mg, R IESR, A fEfR, CD4OL KHHAE : % %
W AE, A4 B TERES b0 THD, THHRSTITIE NN A Y
W= NI ULE T,
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