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W20, B E MR E AL L
H25FEFERETICHART AL ZAER T D,
72 ¥ AMFIEIIE, & MERH A AR D
M EE TR RIS RIITIE AT 55D
ED,

P Iz D, BRI LA R RS R4
SEDIRIGE B 157, BAEEDRIE A2 i
R B EBAEEE L T AU, R ED
E MBI, SOICBIERER AR
N CEDTZDEFRIE,

JEL T ME G R AE | R4 2 16 I SHE
FAEIEIZ I3 2 72 R | fEskE T
BN THELT | FELSI TR, K
FZE T, IR RE R SIE BRI 5
TS AR E A S L, 22T
IOIERE B E LTIz IRRIEE LT D,
N AR RUE <557 K 2 i R VA N (R
IR AT L, b TITEBUR ~IE A
T 5,

E. %55k
ISR RENSHZDOLHTEE. AARE
AR RS AL S5 8% (TRUMP), PIDJD3

DDT —H R —ANGFFE R E RN RIE
\Z T DB T —ZENE LT, FORER,
ATALEIEIC L > T, BEZERICHZD
ERFE B & 3 o B e i i S i D S A
KRB0 | 0% MK R D AL ANSE
ETHHERINENEIHIA L, TR
IZAEE LN BifRiZ B E Rk THIHT
REFEATERWZD, v /a7 )i x
BT IR IR SR E, TR —ER D A
WAEF LTI RERE D EIVE T
FE IR BB A BIEL COBHIRE D o7z,
Fz, M TR B R R L TR -
B £ RED~— I —Th D

TREC/KRECOIEF AL A BEIZENDHT
EH LT, SHIT, FEROFBEENARN
+DEFETHDH-DOTANAIRE DY
JEDEHE L CWAHIL Z<FEL, 2
FERTDOEBRBE R OHEREPRTER Th-oT
Tesb | BB R DS BT LT D &V
EHHGN 20T,

F/-, iPSHIREOFIH | B FIREDE
T — 22 T2 LN TE T, FiliEE
DOBRRRIIGHATEDEE 2 BN,

F. BFEARER
Bz,

G. WFFERE
1.53a30%E
BRBIES IR,

2. 38K
EBRBIESHR,
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XOEGHY L PETRE B0 208 I i SRS AE TS D FENLIC B9 DT

MIEmEE N e VImERXRZER/NENZEHRE HEHER

W FE W 71
IHRIER KB RERERE#HEFZRSHER/DER #Hx

JR FR LM RFREREFOIEFRRE R EETDH/NIERHR

@I AR B IR E R BN B R R

WREE

X E#EgHY R BEGEREERE (X-linked lymphoproliferative syndrome; XLP) [ZIJR
KRB FDERD XLP1 & XLP2 2355, ZHHICA L CE il s iE 23 T2
NN DWW T OB EIT 72, XLP1 IZOWTARI CIT72bn - & i g
FEIZIUNT 12 Bl 11 BIDSEAFL TODIEHBA LT, F72, XLP2 12DV T,
AR C s I B BAE DM T2 Tz DIZEREE T 1 B0 THo7203, ERRRZ:
HEFFEOFER 19 BTN T2, 2056 T HINAEFL TODZENHL
(27257, XLPL OFBFEIZI W T, B REREATLE MAC) &8 BEFRmER
BTALE (RIC) CTIBERBICZEN 2D 7208, XLP2 OBAEIZ B W B B ERY
BTALE (MAC) DOEFMENIRVMIIAZH o7, XLP1 & XLP2 DU L Th, 1A
FICLDEMEO D7 VBRI EMRILE RIC) Z1T2O0ONREELNEEXD

iz,

A. BFZEEH
X JEH EH Y > X BE B E R B (X-linked

lympho-proliferative syndrome; XLP) {21,

Vo RERIEMALS VPR EE AT —R
T 5iEEF SAP/SH2D1A O B E 2 K4
% XLP1 &, 7R AMFIE A2 —R
J 585+ BIRC4 OERFICEK TS
XLP2 (XIAP BHIE) O _FEE HD, i
NHFERERERSETHY ., IRIGH72TE
L CE MM T b b8,
LR OB ZERB Lo mEHT ST
WipiaoTr, T, fER XLP IZk4 5iE
AR Z RN T, Bl e pl L@ &R

F— Y — RO BEO A OHE O FEFE L4
EENZ DWW T OB HITRSIL TV,

FRROFEFIZEY, XLP (oL CEmE
MR EIT RS T E R Z A - T,
() EORRBRBENEIEHIZE R THHD
[ZDOWTOEMRNREHREELZE () &
EEFEZNEOICEREBE T L CTHERERE
WEEASEITEICRE T2 B/
LT, S EIOMFEEFHELTZ,

B. #FZE5E
TRCOBBEHFRIIA~ANVUFES

(1964 FEHIRERISITIBVTHKRE, 2000

FEWFT) 2ESFLU TN, T72bb,



IR ER T AU EOH LW ERE
ik, BFGED B # - fE R - B ST RS F
WEARREEFBH L LT, EmCREY
5. FAEOHEINFIHETHDHI LT ONT
HEREA LT, SETBIE & et HRA et
WZRBWTE, B bEA LS EH)
DHEWEL | K505 HE ITIEF O E
NIEREIRE TERWERIZ LT,

XLP1 OBHEHIZ OV TOREITIE

XLP1AZDUWTiE, — A7 SCRRIR SR D
FIEIZZOARITNC B W TERSREDH -7
JEFIZ LT, FEFIZONT, AADL
LR EE P LOERICLDAE LT
% ZNBOREFNC W TEE TR i
ERHT . BERITE R OWEEITV, BHR
TR L B o4 1 I SRR O
ITOHF LT % OEEEIZ OV TERMZE
[0 TR T LTz,

XLP2 OBAEFIZ W T DS HIE

XLP2 122\, ERIES D& TIEHR
BN D72 REHIHEE X N2 e TFREEN
5%, EERILEFIEEIT o7z, SURICLD
W, EESEBREEN S L — T ~ D
A2 XLP2 (2 O s A Aa i AE &
1Tipo T fEBI AR U7, AFZEfEaE DT
BT AOERMEE oy T /NRER)
DIFBEEB S ORREEH%. TNHDJE
BNZ DWW CTH Y = CE R AL,
B TR MR 2T OFE R BRIRE
HOUNEZITV, ERIRFRIE & B DM,
EMEBENE & T % OBESEICD
W TR HT LTz,

(fEEE~DEE)

FirEALL, EAEREHEETERNY
IO LT, Fo, B EZ B RITHEEL.
EREBT,

C. HraetR
XLP1 \ZDOWTCOIFSEE R

XLP1 IZDWTHREDHER, 21 RO
33 JEFE RANE LT, 2D 33 Hldoh | &
MR L Z T 7=01% 12 FlThoTz,
ZO 12 B 11 B (91.7%) NEFLTWD
DIZXTL T, BEE X T /e o T BRI T 201
T LTV (P<0.01), ZHHDERICD
WTOERRIER EBIE IOV TOREMZ
TFEITRLU,

() BAERELIEBAERE D T2

AAE A &t
B 11 1 12
P<0.01
FERAERE 0 20 20
AHE 11 21 32
X AERE DR IR OFE
B A i FEE
€=D)
1.2 5350 fackea
7.2 2370 ETE
9.1 3830 v
9.2 14 L :Vdiikna
10.1 4075 ke
10.2 1185 e
11.3 3345 4
14.1 2985 e
16.1 1765 AT
17.2 2005 7




18.1 1670 HETF (iv) BBAERED LT R (Kaplan-Meyer )

19.3 1305 HTFE PP
rI
.. ) 523 - = .
(i) BAERE OB A IZIDR “
ATF LA aFF 0 -
PBSC 2 0 2
P=0.01 !
BM 9 1 10 a5
: [—%]
/E‘\ézi_ 11 1 12 ie . : S . . » x e ,‘;s
MSD 2 0 2
MUD 4 0 4
mMFD 1 1 2
mMUD 4 O 4 Fortss  Lpautning egmsn TVHD gespatsol . A
&Rt 11 1 12
MAC 7 0 7
P=0.07
RIC 4 1 5
&E 11 1 12

PBSC: AAH (Lieiiflia, BM: B&ffL, MSD: HLA @& [lak7
—, MUD: HLA #& JEMR—. mMFD: HLA JER & 51k
PN —, mMUD: HLA FEE&IEMB N —. MAC: B §EmEE
PORTALIE , RIC: "B BiFEREATRTALE

XLP2 {2\ T ORI FE R

XLP2 D JE BN 6 U C i i 8 i fa i 4l

i) BB - —
(i) BHAVLE O BATSTIEBIC OV TEBRIHEETO, 19

TBI/CY 1 . - y
JEBZ RN LIz, 2O BIER BT E
BU/CY/ATG 1
THAFELTWADIL 7 B (36.8%) ThHolz,
MAC | BU/VP/ATG 1 ~
Ve B DEFNZ AW T ORI A L5 )7
BU/CY/AraC 1 = .
/CY/hra X TFEOBYThH,
BU/CY 1
BU/TAI(3Gy)/Flu/CY/ATG 1 @ %%
BU/TAI(Gy)/Flu/CY/ATG 1 2R BEH
B BALE N
RIC TBI(6Gy)/BU(4mg/kg) 1 # (R) MALE | #R
Flu/Mel/ATG/TAI(3Gy) 1 1 144 MAC - | VOD, Mt
Flu/Mel/TBI(3Gy) 3 2 50 MAC FE1- | VOD, Zlgesr4
BU: 7277y, TBL: £EGFHRBS, CY: S Ara7xR7 3 170 MAC W | i e
7IR,ATG: HilaR#as a7V VP: VP-16, AraC: v #5E
v TAL MRS ERHURHRRET . Flu: ZAXSE L Mel: ALT7 BEHEBREICLS
Y 4 247 MAC TS
fitiERe
5 414 MAC H1F

14



6 17 MAC | %ET- | VOD, Mt (i) FAERIALE DM
7 50 MAC | 3BT | VOD, Zl#ssr4 BU/Mel/ATG 1
Interme JRN R 5538 E BU/CY/ATG/VP 2
8 22 1 MAC
diate st BU/CY/ATG 3
9 1765 RIC ETF BU/Flu/ATG 1
10 285 RIC FEL | WumiE Intermediate | TBI(6gy)/Flu/CY/Mel(80mg/m®) 1
RIC Zlfas e, LR Alem/Flu/Mel 10
11 13 T RIC
2 Alem/Flu/Treo/ Thio 1
12 140 RIC T | MsE Alem: 7V AY A< Treo: NAANT 7o Thio: FAT—
A
13 1057 RIC &ETF
14 149 RIC ETF
15 125 RIC L | R . y N
(v) Z1FHh#R (Kaplan-Meyer %)
16 273 RIC HTF :
04 4
R R A, 1B o8
17 416 RIC T 07
GVHD [
05
18 867 RIC HfF o4
o3
19 139 RIC A1F o
Intermediate: MAC & RIC BB EE D HEALIE, VOD: T 0y
LHIRBAZESE  GVHD: B F 15 30 e e—
Days Following HCT
.e 2 =
(i) BHHANFICIDHER
: \ - =4
s A &3 Gv) FEHNZ DUV TOFEHR
PBSC 1 2 3 Paf;m ?—?S%aT‘ Donor | Sources | Conditioning regimen | Acute GVED | Gutcome | Cause of desth
1 | 042 |mmun| cord 8u, Mel, ATG Died V‘;D‘ pulmenary
= o erorhage
BM b 6 1 £=0.01 2 | oss | Mup | cow | Bu CyATG Eiop Died VO, MOF
Cord 1 4 5 3 1 |mMuo| BM Bu, Cy, ATG Died h"“m’;’zﬁ
4 4 L mup| Bm Bu, Cy, ATG Died h‘:ﬁ’:;:”‘
A5t 7 12 19 5 5 | Mup | cod Su, Flu, ATG Alive
6 | 10 | mup| BM Bu, Cy, ATG Died | Voo Pumenar
MSD 1 0 1 7 14 | mMUD | PBSCs | Bu, Cy, ATG, Elop Died GVHD, MOF
. " T Gy), Fiv, Gy, -
8 s | mmun | Cors Ml (80 izt Died ARDS
MUD 6 4 10 9 04 | mup | BM Alem, F:;, Me! Alive
mMUD O 8 8 ki 688 | mMUD BM Alem, Flu, Me! Die¢ sepsis
- 3 2 erUD BM Aerrs, Flu, Me! Died MOF, agystile
‘/E'\ ﬁ+ 7 1 2 1 9 12 3 mMUS | Cord Alern, Flu, Me! Died encephalitis
13 3 MUD BM Alem, Flu, Met Alive Alive
MAC 1 6 7 4 3 | mup | Bm Alern, Fiu, Me: Alive Alive
. 18 4 MUD | PBSCs Aletr, Flu, Met Died presrnonits
Intermediate 0 1 1 £=0.03 £ 7 | mMup | PBSCs | Alem, Flu, Tree, Thio Alive Alive
17 @ mMUD BM Alem, Flu, Met Died Prnsumoria, BYHD
RIC 6 5 11 8 | u | mup| Bm Alern, Flu, Met Alive Alive
- 19 | 19 | mso| M Alern, Flu, Met Alive Alive
Al 7 11 19




