Vanta;,
S| a
«@“p %’7@
o 2
< <
b E Js I c I
l =

D 3 monograph Vol.87

& MRS HE
HARIM1>
B MiSHE

2022 7R
—figstEiE A BAE M - eizillafiF s

Japanese Society for Transplantation and Cellular Therapy



JSTCT monograph Vol.87 EMHFEABIES 1 RS 1> — BHEOBE

B X
7 T TR PTTRrY 1
2 N LT L S P P T PPN 3
I_ UCBz=vw ]\0)%*}{ .......................................................................................... 3
T, FEAHBIALIEL  ooeveoererernrerm ettt sttt sttt st sttt 9
IlI. GVHD %I}jj ......................................................................................................... 11
V. él\ﬁ:":{ﬂ? L AL et 13
) 7 R 13
R L e TR PO P OSSR 16
3, JBRLLJE  coveeeerermmnmientttttttii e et s e et st e et e e 19
Ao F DI oo 23
V. ﬁk/\ﬁ% ............................................................................................................ 25
1. AMEBBEME T IMIR (AML)  crereeeremreee ettt 25
2. ;%l\tlé )] j/}\"tl\i}’:‘lmlﬁ (ALL) ................................................................................. 27
3, FEAETREMERIM  oooerereerervommmmoesstettiiiiiitiiitttiiuiiee st tettttuenis s testtttusaissssseastatans 28
= - PPN 30
VI. /J\L%%% ............................................................................................................ 31
1, JEFEMEGOIETRAIE  cevveveerereeeerennmmmnretettttuti ettt tttt e e et ettt s e e e et et 31
0. GE TR LI cvvvvvorereeeermmmmmiintittttitii ettt et s e et s e e e e 46
3. BB EBEARRIEARTE  cverrrrr 48




’ JSTCT monograph Vol.87 EMHFEABIES 1 RS 1> — BHEOBE

BESE

ALL: acute lymphoblastic leukemia

ALZ: alemtuzumab

AML: acute myeloid leukemia

ATG: anti—thymocyte globulin

AUC: area under the curve

BMT-CTN: Blood and Marrow Transplant Clinical Trial Network
BM: bone marrow

BMT: bone marrow transplantation

BSI: bloodstream infection

Bu: busulfan

CFU-GM: colony—forming unit-granulocyte/macrophage
CGD: chronic granulomatous disease

CI: calcineurin inhibitor

CIBMTR: Center for International Blood and Marrow Transplant Research
CR: complete remission

CS: corticosteroid

CSA: cyclosporine A

Cy: cyclophosphamide

DFS: disease—free survival

DSA: donor-specific anti-HLA antibody

EFS: event—free survival

ESID: European Society for Immunodeficiencies

EBMT: European Society for Blood and Marrow Transplantation
Flu: fludarabine

GVHD: graft-versus—host disease

GVL: graft-versus—leukemia

HCT: hematopoietic cell transplantation

HLH: hemophagocytic lymphohistiocytosis

FHL: familial hemophagocytic lymphohistiocytosis
HIGM: hyper IgM syndrome

HR: hazard ratio

[EL: inborn errors of immunity

LFS: leukemia—free survival
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MAC: myeloablative conditioning

Mel: melphalan

MDS: myelodysplastic syndrome

MFTI: mean fluorescence intensity

MMF: mycophenolate mofetil

MSKCC: Memorial Sloan-Kettering Cancer Center
MTX: methotrexate

NBS: newborn screening

NMDP: National Marrow Donor Program

NRM: non-relapse mortality

OS: overall survival

PBSC: peripheral blood stem cell

PBSCT: peripheral blood stem cell transplantation
PFS: progression—free survival

PID: primary immunodeficiency disease

PIDTC: Primary Immune Deficiency Treatment Consortium
PTCy: post-transplant cyclophosphamide

RCT: randomized controlled trial

RIC: reduced-intensity conditioning

RR: relative risk

SCID: severe combined immunodeficiency

SCN: severe congenital neutropenia

Tac: tacrolimus

TBI: total body irradiation

TNC: total nucleated cell count

Treo: treosulfan

TRM: treatment-related mortality

TRUMP: Transplant Registry Unified Management Program
UCB: umbilical cord blood

UCBT: umbilical cord blood transplantation
WAS: Wiskott-Aldrich syndrome

XHIGM: X-linked hyper IgM syndrome

XLP: X-linked lymphoproliferative syndrome
XLT: X-linked thrombocytopenia
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(X C®IC

[BH5 1 A4 (umbilical cord blood transplantation, UCBT) #34A % - C 304E 2584 L, 3& i A f f Al
(hematopoietic cell transplantation, HCT) O FE L irfifddi & L THEITHEH S T w2 23, EW - #E
NED, ZNENOI7NV—TZLITHBOHERTEMS N TV DOHBIRTH 5, FiTH 7 v—
T2 DUCBTO T A BRI 4 Vi ES T W2 DD UCBT &4 & MR 201455
ICELIR L7z b D v, WA CTIEBAER REY 7 0 R X 7 7 X F (post-transplant cyclophosphamide,
PTCy) % graft-versus—host disease (GVHD) F Pk & U 7z A HLAFEH K F — 20 6 O B E D
I W UCBT O E H A BUSAR T BRI 5 2 239, KREBMT-CTNIZ 35\ THME S #172 double
UCBT & PTCy % F \» 7z Il #5 HLA - & 205 #i # l o % = #H randomized controlled trial (RCT) T3 &l
Rx ¥ RAA ¥ b TH % overall survival (OS) iZdouble UCBT 2% 272 b DD, TEZ Y FRA v
I T & % 24F progression—free survival (PFS) 138 &M 2 2 H 7 2o 729, HARE W T3 UCBT E 4
BUIFER 130022, M KFF—, BNV 7 RF—% 2 Tid % < FEi S 11 (Hematopoietic
Cell Transplantation in Japan. Annual Report of Nationwide Survey 2019. The Japanese Data Center for

Hematopoietic Cell Transplantation/The Japan Society for Hematopoietic Cell Transplantation), 5
£k O UCBT O AEMERAFB 0K 12, RBERRED 13U LS HATHEMES LTw 3 (hitps:/
www.bs.jrc.or.jp/bmdc/cordblooddonor/m3 04 statistics.html), #2422 & O X, EFT . PF M
(umbilical cord blood, UCB) #IR D ik, BHEFiED 777 7 4 A EHARDFENE £ —FL LWEsa
3% <. BN 5 0t L OFR—Ho L RO b2, EWTIHIMIFUCBT 344 % o T204E % i
Z, ZZFTOUCBT DHERHRAIBT 2METHIL, ENMLE LD TA FI 4 v 2 FlT 52
& . UCBT oZ&&Mm b, Bl b, B X CERRIHFROHEGEICH L T2 2 L 2 HNE 3 2,

I. UCB1=v hD&EIR

(F5m)

D FF—Y — R ELHRTHEBERRNEGHE TH 5 UCBT Tld, HKEYT7:) O+ LA %M
$( (total nucleated cell, TNC) “>°® & CD34" fIlEEC D # MR T 2 2 P OBEHE L STV, K
K& HARL TIHHERES D TNC, CD34 AU D 03 D 2, HARIZB Y 2 EHEHIE A, 4
BEALEEUOBMBIE,E 2 HAIZRO b T w19, FHiFHE (bone marrow transplantation,
BMT) < KM ML HHFEFAE (peripheral blood stem cell transplantation, PBSCT) HfEES: S 215 HLA —3X
ElZ. HARTIZHLA-A, -B. -DRO6GED D L2HR E TOR—HTHIVTERAFEL SNTWD
231 R DLEIL L ZBMEREOEVOREICL-oTE LI TH L Y FAET LV
VSV D HLA —BUE EBRBIEDO VY A MY —F — & % W 72 % 85 O g fir il 58 o3k & E N 2
it s, METER—BESEVE R, BEARWVEISHRE STV 20 RATIE—E
DEMHRD LN TEL T2 L) EREF I LLBHI COMTHBBLETDH 2,

CQ1:TNC & CD34 Ml £ 5 & BE L TRIRTREH?

(HERE)

TNC=>2 X 107 /kg DH1 2> 5 CD34" fifuih3% W b O Zi#IRT 2 D 3E F L v, TNC<2 X 107 kg T
CD34" flifui 3% b D &£ TNC>2 X 107 /kg TCD34 Mo v b O &3+ LR T — 2 H32Z2
LAAHTH 5,
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(fEE)

New York Blood Center 2> & @ UCBT 562 % Ot T, TNC 2547 rpikA %, IRHEHIET (TRM) &
ABRIHEST 2 2 LGS ¥, Z D% Barker 57 %A U { New York Blood Center 2* & @ single
UCBT 1,061 & Ot T, TNC 23FHER « fil/IMROBEHEICERITHE ST 2 2 L /R L7z, HLA D2

—3(4/6) DL, TNC 35.0 X 107 /kg 2L L H AU HLA 1r” AR—F « TNC 2.5-4.9 X 107 /kg D3FHR
HLTRMIZEEZL S, HLAR—HOARH L RIETINCEZ LT I L TRIETE 2 2 L 2R LTS,
NMDP/CIBMTR 2> 5 D &' 4 K 7 4 > Tid, TNC D Hf&#&E & L Tsingle UCBT TIX>2.5 X 107 /kg.
double UCBT TIE>1.5 X 107 /kg ##HEFE L T2 ?, BLED LECKTIXTNC >2.5-3.0 X 107/kg ® UCB

=y FHBIENBMEAIZH B Y,

~75:&¢ ZCD34 M L D Rvwaz=y P Z@RMERL L TEATWS ZEBlEINTV D,
IAYVERED T )V—TIXCDI4 MIIEE<1.7 X 10° /kg 72 L BB REIZAR T, JEFHHAIET (non-
relapse mortality, NRM) 23N L, EFRHET T 2 LHifs L7z, INCIZIFHFEREIEICERELZRET &
b %o 1z (P=0.06)”, Memorial Sloan-Kettering Cancer Center (MSKCC) @ 27" v — 7 i, double
UCBT CTEfL 2= v k @ viable 7 CD34 fild 34 % £ COMM L S ERICKRDEETH L 2 &
%R L 72'"” NMDP/CIBMTR %* 5 D # A4 K 7 4 ¥ T, single UCBT TIx>1.5 X 10° /kg. double
UCBT TIZZ N Z7>1.0 X 10° /kg ACD34 Ml O BAER & L TR S hATwz?, EN2L
WS WHIL N Y 7 D=y k% W7z UCBT 1464 O f#fT T, CD34" ok :céz%«?ﬁ,\\ g,ﬁ?ﬁ
T3 ZEAIRENT, AME/EMEGVHD, relapse. TRM, relapse-free survival, OS & (X9 L 7
2o 72V BEKEEREF AT E R B A & CD34 flilafk 3 4: % & IRNAMEM: GVHD I2
WS LSS T, —H. OS. TRM, relapse & IZBHE L 720 o 7217, BAlES%x— & 70 7
Z . (TRUMP) 57— £ % F\ 72 Nakasone 5 'Y T I & 2 &, TNC<2.5 X 107 /kg T CD34" Hifu$
DTINC & DAEBICERICHET 27:9, TINC<25X 107 kgD 2=y b 5RRGE 1 CD34 Ml
BEBERL GRERI RS LEL TS, ZOMETHAMGVHD, OS. NRM TOHREZEIZED L h o
720 Thbbt, EAN»LOHE TIZ, CD34 MBI AE ITERITHES 255, G0HE. EFEADE
BIRENE L >TWVWD, Ty TRHIFTNC>2 %X 10" kgD 2=y h ZHWI: UCBT 25KZ 8 % 5
DIEFITOMITTH D, TNC<2 X 107 kgD 2=y b TD CD34 MO EZHIIRHTH %,

2O XD IZENTOTNC, CD3M4 fifuonEREiE, HOkE D DL WEHIH 5, Z DEWD
L BH B A TR R 72 25, CD34 MBI o JIE B ik o EHEIL S T 2 8 210220 0 A Ff 12
X o CUCBH O TNCHEOMBIILHE LR L 2 Z L7 P g Ehli s hTw 3,

CQ2:HLAREZEXTO—H » F—HHBHEDL?

(HERE)

HLA-A. -B. -C. -DRBIO 7 VLV VRNV TO—HELZH WS 2 & BMIEEN—FE XD b HER
ANz, MNETE 7V VLRV TSE8U L, RATIR6/BI LD EFERETRET 2EHILH S
25, 8/8 —ETHIREN LA T 2AHREM SRR ENTE D, BTG, HEERY A 7512 X o THEE SR
L5 AREEDL D B,

CrER)

HATlE, HLA-A. -B. -C. -DRBI D 4JE 2O WTRHEE O T VAV BE A Y 7S, PV
NV THLA-A. -B., -DR®D ) BE2HFEA—HE THAES A TWB 7 —FEKTIE, AL <2
JEAR—ZE THARSND D, -A, BBHUH LV XV, -DRBI 237 VIV L RV TOEEIIEAEN TH
219, Barker 5 ” 1% New York Blood Center % /i L C 174 417z single UCBT 1,0611l® HLA-A. -B.
-DRBI1 (~A, -BIEPiE v ~_v, -DRBLIZT Vv L ~)v) JBEE & 34 TRM & OB % T L7z, %
T 2 LBZERIENT T, A—0DGHE. IFHER - f/MREEERIZREF T, grade ITI-TV D&
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M GVHD OBHE 3D v Z & 2B EOAR—E DG E /MIEIE 237G R IT R R T, grade TII-IV O
AMEGVHD AR L, 3ER—HOLHE X8 GVHD A RIS 2 L5 L7, Eapen 5
X E LIZTHLA-CO X A ¥ v Z# B %8 L T CIBMTR (Center for International Blood and Marrow
Transplant Research) ® 7 — & % fi##T L. intermediate resolution Ctyping & 4172 C DA —FHITRM Y
A7 EERICEET 2 2L EME L, IHLINEERENS L 2 50 2 BHTOMMFRTH - 72
[4F i B 23 ETE C 9.3 3% (FEPH 2 22 A -647%) . %A T10% (A <1-627%) 1,

EN2 6. Atsuta & 'O IZHCK & FEEIZHLA-A, -BOSPUR Vv, -DRBI 237 Vv LV RV % W T
single UCBT ®/NJE (<157%) 498 4. B (=167%) 1,880 % & T L 72 /N TIE4/6 —BHE 1% 6/6 —
BB & XTI [relative risk (RR) = 1.61, P = 0.042]. TRM (RR =3.55, P = 0.005) "B EIH
otz —HBRATIE, HLAR—HHEHIEML CTHHTHED ) 227 3L b LT, TRM, 2 GVHD
DY AT IS, BCKkDO RN DENTFER &L LR THLAR—OBHBRENOHEIEFRE LR
TWERTH o 72,

INGIZHLA-A, -BOPUR VSV TOMTCTH > 7225, Kogler 52137 Vv v~ vd—EE 12D
W T Diisseldorf JEAF LN > 7 22 5 UCB = = v b 234t & A 7ER 12261 T L. HLAR—Z# &
grade II-IV EYEGVHD, 244 L ORICER GHEIRRO b ko Tz Lt LTz, —HKEODS
JaEk L RFZE 7 v — 7 COBLT IZ & % single UCBT191 5l O f##T Tl HLA-A, -B. -DRB1 7 V' )V—3{
JE 23<5/6 D4 grade II-1V & TI-IV O AN GVHD 2388001$ % L i S iz, S 51ZEapen 52012 &
% CIBMTR, Eurocord, EBMT L[ T® 1,568 D single UCBT 7 — & D& 5 HLIIRHT 2372 & 472 03,
IhIZEBE, HLAD /ST VV—FBETTRMA39% TH 2 DIZx LT, 57 VA TIZ41%
ET VNVAR—EE IS 2B TRM 2 I1$ 2 2 & 2R L. 2 ORDR ISR B 4ER & 57 L
TWBZ L %R LT TOXSITHLAD T VAV L RV D—IEE D5 WIRBGE 2B WG & 20, BIR
TWETIHED, F—BEIEHVHBEEIIREVE T 25?235 5, double UCBT T% HLA—
HESTRM & BE S 2 & o0 LR LW E T 23 23 5, NMDP/CIBMTR 25D F 4 K
T4 v TiE, BRATH L LD 8EE (HLA-A. -B. -C. -DRBI1) @ high-resolution typing 2’2 % L
(. ZOHAE1F>4/8 25, HLA-A, -BHPUHZ - -DRB1 257 VVEIDEE13>4/6 D—EE I EF L
WwWELTW3?,

W 2> 5 1% Yokoyama 522 12 & D, TRUMP 7 — & % i\ T %)) [6] B 4 C calcineurin inhibitor (CI)
+ methorexate (MTX) #*mycophenolate mofetil (MMF) 2 & % GVHD ¥ F}i % i F§ L 7z acute myeloid
leukemia (AML). acute lymphoblastic leukemia (ALL). myelodysplastic syndrome (MDS) % X} ¢ iZ,
HLA —ZUE O B~ O B DT & iz, /RO HLA-A. -B2UJEEL, -DRB1 237 v VLT
DALy ZOgEE. DR (16 5 AKNM) TIX5/6 1 L T 3-2/6 #f THEIZ overall survival (OS) 23
BT U2, A6 L) TIIFHLA—BEIZOSITHET T o7, —HSEDT VIV L RVT
OMFES T, NETIEHAT7 VB E, RATHS 7 VAV EOR—F03H 2 EFREIZOSMET T2 Z
&L grade M-IV O 2P GVHD 1I3/NRTO-1 7 Vv v A—E, A TO 7 VAVA—ROGEBE A MET 5
52 L, HEIIBRADSST VV—HTHEINT 5 Z L, FHEK - M/MUAEERIZRATI T VYR
A—HTET T2 LeME LT, UL, {EROMERHLA-A, -B. 7 VAVEIO-DRB1IZL %
A—FE X D H HLA-A, -B. -C. -DRB1 D7 VV—EEIWERITHKEITHET 2 LM LT,

HEITL o TR oM & LT, BEH R (Fiiv. ZM4) L UCBT O 5D E W [FiLE
#. GVHD PPk, $itllt7a 7Y v (ATG) OB, UCB==v hHifusk. single #>double UCBT
2, VIHLATUEROERE ]| 2 KM L TWwW3 EEZ N5, HLANT O X4 7O—8 - F—H b, ¥
FERRAEICRS L 9 2 2 EPME SN TWE?, Yanada 512 X A (C167%) O F— - 5 EMF
#1 (CR1, CR2) ® AML TOMETTIE, FUHLV RV « 7 Vv U _VEHIZHLA —BUE I3 EFRITHE L
TwekiiEsh, NEERICL o TOHLARA—ROHENR L 2 RS H D, L D ¥H—LEFT
DLEFHN X 2N HBRETDH 5, Tz, NREZFTHRA XD b HLAR—Z D BT~ D 28 A3
S CTHEAHIXIZ o &) Lawss, M RA LR TEWZ &, W4 [graft-versus-leukemia
(GVL) 2D A58 W & S 715 myeloid RIEL VLA T . /NRTId lymphoid RIEE A%\ 2 L ] %

5
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D@D (RN THEITEI DS W) 7t EOFEDHEN S L TWw 319, 2018 4F 12 HT HLA Pl E 23R fX
HEnMEHE, HES AT IIB sy — 2 b % . HLA—EEH OB IT 22 L 72 ke
W32, ZDRITOWTIFHZRET S AL UCB2=y b D:FER CQ8ZIR),

CQ3 : KIR-ligand—% « *—BDEEIZH S5 H ?

(€i:359
KIR-ligand ® —FAR—FH D UCBT FfE~OHEIZ—E¥ 3. RHTH 5,
(REFL)

KIR-ligand  —E @ # & 13, Eurocord 2> 5 DA IZ X 2 &, 81% TATGH A & 7z 2 H
1L 9% (acute leukemia, AL) 12 Xf 3 % UCBT T, KIR-ligand ~ — Z{ F J — idrelapse incidence 7% 1K
T L. leukemia-free survival (LFS) * OS23[A] L9 2 L#HE S T W B, I 2 Y X KR¥EDL LI
single UCBT., double UCBT T ® fi##fr T KIR-ligand A~ — 2§13 58 B % 55 B A B AL & (reduced-intensity
conditioning, RIC) @ ¥} & grade III-IVA PEGVHD 2338 i L. TRM 258§ b 9~ 2 & #i 45 L 729,
EBMT-:CIBMTR 23&f T, 7 LV VLV )VD HLA & 4 ¥ 7% W CERIIEE T ALTE (myeloablative
conditioning, MAC) I1Z & % single UCBT 4614 % 4T L 72, Z 11T & % &, KIR-ligand —ZJF (2
& o TNRM, relapse. overall mortality IZ f J& 25 12 38 & 72 2> » 729, JSTCT @ HLA working group
i, AML. ALL O Fifi#f] 643 T ATG FEf B % f#4T L (HLA-C. Bw4 or A3/All DFRBOH L
DNA Z A ¥ ¥ 7 CiRIE). KIR ligand N — B & — 0 £ TGVH A OA—FULOS - disease-free
survival (DFS) -« relapse rate * NRM * @M GVHD O BHEE 1T EAL %L 2 5 7225, HVG AW DO A—3 T
ALL 5 O L #HMEF [hazard ratio (HR) 0.66, 95% {5 X 0.47-0.91, P = 0.013] L7z L & L
7237, B, ATGHEAOBMIC X o T, MERSEL o Al S W a3, MEH I T
fEamiE b 5T, Bl TKIR-ligand A —FOFFMIE, AFERGEE I T 2 EILHTH 5,

CQ4 : TNC/CD34" #ifd Bt HLA—BED EL L 2 BEIRED?

(HER)

TR TIE, TNC/CD34 il gk 25+ 4 (TNC>2.0-2.5 X 107 /kg, CD34"#ffifd>0.8 x 10° /kg) &
2=y P HLA—HE XD bERL TEIRST 2 2 L 2T 2,

CfERL)

New York Blood Center 2> & @ single UCBT 1,061 4 Ofi#fT Iz & 2 &, TNC & HLA —ZU% (HLA-A,
-BUx#EEL, -DRB1I1Z7 v VB 120w T, HLA 1HEAR—Z « TNC 2.5-4.9 X 107 /kg O X IRHEE & L
N TCHLA —ZHIZTNCIZB D 6 $HEIZTRM &2 - 72 (RR = 0.4, P = .019), TNC>5.0 X 107/
kg * HLA 1248 — 3 # 13FA% (RR = 0.8, P = .391), TNC 2.5-4.9 X 107 /kg - HLA 124 —ZH# 1%
TRM»EREIZE S Z D (RR=1.5,P=.014), HLA 2R —F - TNC<2.5 X 10" /kg#f < HLA 3R
—HEIEEITE T LY, A—BH00 05 AMBBUBIR % < TRMAME AFER0E W 2 &I,
HLA —BE I L D BRENIRETHZ 2 LERBL TS, —F., AL TIFHLAAR—
BHOBET, TNC<1.5 X 107 /kglFSHIL EEFNT, INCHEZ FTHALL THTETE 20220
TIERHTH 2, 7. HLA I2R—HTHTINCOFEH W=y k (>5.0 X 107 /kg) TR T & % A5,
TNC<2.5 X 10" /kg D&, HLA | A—ZHHII 2 A —200F L LR T TRMIZAEZ 2 % < il id BUfE
DA HLA—BE CRIET 2 Z LITHIRALDH 2 Z L HVRBRES AT WD,

—J. Yokoyama 5 ?? X, TRUMP ¥ — 4 % F\WTHLA-A, -B, -C. -DRBI D7 L VL RV TD

6
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—HE OB AN DHEITOWTHES L7z, A (2167%) THLA 7 V VA—EE L TNC. CD34"
HIEB L ZHAEDLETHEIT LTIz E 25, TNCOZ WEE (32.5 X 107 /kg) < CD34" filfa i 23% Wit
(>0.8 X 10° /kg) T 6/8 —Hif &£ b~ T 8/8 —Fht & 3-0/8 —FHEIZOS BHFEITME N L7zo —HTNC -
CD34" fll JUBRAERE (2 240 <2.5 X 107 /kg, < 0.8 X 10° /kg) TIZHLAR—HEIZ X 2 0S~ D
BEIROLNL o7z, ATIE, HLA 88 —EHF CHREICHEA LS ol 2O X DT, WCKRERE
Z 0, ERNOT =& 61 HLAR—BE OBHRKEIC S 2 2 EIRENTDH %,

CQ5 : CFU-GM DfEDE S i% ?

(HERR)
EFE o TV, UCBEIUTIZTNC, CD34 iz BT 2 ETH 5,
§: 57y,

Migliaccio & ** 1% 1 @ colony—-forming cell B 23 TNC & D b #FFpER « /MR [EIE & MBI 9 2
ZEEME L, Blorv— 7k, EHE O CFU-GM B 2s5F Bk « ifi/MRIEIE . OS « event-free
survival (EFS) “*VIZHREIZHEST 2HT-TH o 72 i LTz, Kudo 5 1%, HASHT - fREHE O Iy
N> 7 TOfEE, HIER CEMIEER O TNC & CD34 MUt RAFI2HHEI$ % 25, CFU-GM fE 134
RAMRE D HAERT (r = 0.560), F&EEE (r = 0.606) ELLRTARTH 2 LHE L, ENTHEIHTD
TNC < CD34" fifg 2 TR & 115 CFU-GM OO I RS TE 5TV, BHIHTUCB2= v

MERFOIRIE L L TORBIIRENTD 5, B RFEBES WHLANY2ZOUCB2=y % H
W72 1672 £ D UCBT 1,270 O f#EHT T, CD34" flifd#. CFU-GM#L., 7 L v L Vv TO HLA —3
& % 2 2 71t (cord blood index; CBI) L T 3#f (High. Intermediate. Low) {243 1F7:& 25, day 30T
DIFFEREIEZR, day 60 TOM/MREIEE, day 100 TONRMIZHREICHE T 2 2 & a5 S nl:
¥, CFU-GMfEASUCBT 4 @ outcome IZ2—E DHENH 2 Z L 2RBR S N2 5, Ny 7 TORFH
MR TH 5,

B, EWNOREEIN N Y 7 THEART O UCBIZ2WT, CD34 fllfd & CFU-GM @ H 1% F15 3.68
(¥R 2 1.168). ¥ + 2SD 45 UCB 2= v 1 E3.4% TH - 7z (AARF+FHmmEEAR
B EARETTR AME). CD34 M TCUCB 2= v b &R 221X, CFU-GMEZZIR L.
HIRDSEIEL L KEANT W L 2ERT 22 L3R EEZLRS,

CQ6 : ABOMKE D—BEDES L ?

(HE2R)
ABOF—E A UCBT R DEKRAVIRIG 125 2 2 B II A TH 5,
(RERR)

Eurocord |2 & $% & L 7z/N R AML 35 954 O fi##H T, OS. DFS Q%N IZ major ABOR—FHTH
2 LS ERMBITCERGZHET TH o 7o MG S 17 *, —J5 Eurocord O i A Ik A I 55 171
Z OB ENALIC X 2 single UCBT O f##HT Tl major ABOR—FHECTIEDFS2MEF 3 % &
W s N, o) ¥Ry REEIER D S O TIE. major ABOR—EHE 13 % £ BT CAM
GVHD 238013 % L5 L T3 25, &R T504. major ABOAR—E#E 2323 % & DH T DT ¢
Hol:% I A Y X KFIL5034 D single + double UCBT % fi##T L. ABOA—E & 21 GVHD, 18
MEGVHD, £GFR L OMHEITEO Uo7z EME L2, I AV X RFFIEEEEREE 2704120
WTHEHT L. ABOR—EpEGFER, AER, 2% GVHD, 184 GVHD, fFHEk - f/Mi4#% £ To




’ JSTCT monograph Vol.87 EMHFEABIES 1 RS 1> — BHEOBE ‘

HEL RIMEREIME, FF—F XY XLITEEL LW E2HE LY, 24 > D La Fe KR
318 4 @ single UCBT 5 DT T ld major ABO ARA—BUIARMLER « /MK RIS L 222005 724,
2D X DT, ABOR—HEUCBTROIKINIEIFIZE 2 2 B350 L 2551 TIE %, UCB
2=y MERKHITER S 2EUE IR,

CQ7 : R —BHOE&RE ?

(HERE)

RFF—trvyvvzy MEOHIAR—H D UCBT £ OKIIEIFIZS 2 2 B IIARHTH 5,
(FRE)

Konuma 5 V1%, HHE D MAC I & % single UCBT £ 191 ZizoWwW Tt L, iEEF 1T KMl
R 7 —» 5 D UCBT % reference & U 7: S ZE &N C, BHEEFITKME R F —» 5 0BEOHA, #f
FHFEICERICIEMGVHD OBE 25 W 2 L 2 #iE L7z (HR 297, P=0.02), 7z, HMEEFIZBMN
R F — 2 5 OBAE CIIMRAERE R HME - 72 (HR 0.56, P = 0.02), RN EREL L. 4F
ANDA YNNI MEROLNL o T2, —HEBMT 225 5524 D AN AML IZx 3 5 UCBT O #4512 &
2L, BUHEHEIZIME R F — 20 0B O AE bR OBAE L L TLFS (29.9% vs 40.7%, P =
0.01) &£ OS (33% vs 45%, P = 0.008) IZ BRI < | grade II-TV O 2 GVHD (33% vs 25%, P = 0.08)
& NRM (41% vs 33%, P = 0.06) 235@WME[A12H 2 2 &, TNC & HLATEH 2o TW72363 4 TD %
ZEMHTTH LFS BARIZE D (HR 1.4, P =0.04), grade III-IV O 2 GVHD & NRM 255 WM 12
H5EHIZP=0.06) L E N7V, EHLOWSEDH GVHD & NRM AEINS 2 {EA 258D 52 DD,
OS~DHEIZI—FEX T, BMT * PBSCT TA LN B[ L AL W20, B4 BHRTTER.
ATGOFEL LOBETHOEVOFENEZ LN, SLULEROBMAELRIDLETH 5,

CQ8 : MHLAHFZHEETOUCBA=-y FRIRTEEIRERE?

(HERE)

PTHLADiHER G TH. CB2 =y MIXN T B3DSATIE LW & OMRIBINLETH 5, HLA-C =,
24T W2 7 Z1NPUE (HLA-DQ. -DP %L &) ~DODSADEHHFET 5 Z L1 F
LW
(fgsn)

Bl (V. BOHE E XL 1. EEFRE CQL) DX D1z, DSABM 2=y 2 L GH&EELRER
BEWTzD, EHZET 2 2 L2HERE SN S, DSA THE WHTHLAJURDSBGME D 5E X, A& =R
RIZPIHLA PURBEMERE & bR THAEZT W E OHE D &, 2% 2 > VA EEEIRE S TV 5 23,
HLA-CR, 24 v 7 a3nTwiws 7 2R (HLA-DP, -DQ % &) ~DDSAREEDOHLE b
EBHERPMET T2 EMESNTEY Y, FHFEDUCBTOHELNIED X A € I EEFEML T,
DSATHWZ LR T 22 EVEEND,

WY LMo FF—2LUCB2=vy F2IAO053, DSAGMH2=y F 23 2856, TUERYECE D
7 L% R —HLA —BUI/IMR O, fuE7 o 7 ) v KREFRE, mMERH, Avyy s 79 ) vx
V= 7 BT X PRI 23 L TV B SO 3 il b EEE L E T B ST, ENOERER
NETH D, EBFETHRT DD EFFZ L,
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I. BHERILE

(HEm)

UCBT Ol RO RITEBZLAETH D, WEFNTIEHZIS 3 2 & & BT BUN IR IR
(TBD VYA Y DIRIES WL RTETERLDH %, KD TRUMP 7 — & & 7245 5 S IENT C
X, TBIVY X VIZBWT, Non-TBIV Y X ¥ L CRIFLIFHRIREERBL LN TWDE T,
DRF—TNHEATWVENon-TBIV Y X ¥ Z AW UCBTIZBWT, BWAESERERIHES N
THH S Non-TBIV Y X v DERIFEETH 2DLENDH 5, —FH., EEEIINon-TBIV ¥ X Vi
WEEMNMZ2ZETTBIVIY XY EAEOEBERPRMES A TWBE T, Mo FF—itBVWT
REHERY & S 7T W 5 cyclophosphamide (Cy) /TBI Z# W7 UCBT DA B RIINME TE 2D TL L,
CyTBLIZZ VEF7 €Y (Flu) ¥ £ 7€y (AraC) 3242 8™ TBIVY X Y OWRE bEA
TW5, HEEIZNT 2 UCBTHIALE & L Cid, Flu+ Cy 50 mg/kg + TBI 2 Gy (Flu/Cy/TBI) & Flu +
melphalan (Mel) 80 mg/m* + TBI 4 Gy (Flu/Mel/TBD 25ERNA TR < AW & 4, FERIYZERE U 72 Bt
PELNTWE S, —HCHEBEENS WERBIIBWTEIBHGEOERSKS LIETH )., B
IZBWT MBI L 7 MAC DBIF A TV 3,

ZNFETIT, UCBTIZB 2 HIALE % LR L 7o KRBT S EBIEFEER I, Wz ETF v A v R
N T 5 RBEHIALEIIMEL L TW W, B IERTLE O A% 53, BEERCOHMFIE. FER
L Z DWW, GVHD FRiiER &, MO TEHLERTOEELZIT 210, TNTOREFEISAICHT
LI L HTLE O IZD E X VR EEbN D, LALLEDLZ ﬂif@&ﬁmmwn@wm%m
W@%ﬁ X0, BHILEBEBORENHO LI L > TET, ZNLKBINEORE LA LEEE R Y
BETITHMT L, SERFIF L CEBLATLE 2 RIS 2 2 L 8EETH 2,

CQ1 : UCBT ORILE I BV T L EHMEHRIZS (TBI) ZBED

(HERE)

AFED TRUMP 7 — & % W 728 HRBIENT CTid, TBIV Y X Y I2B W T, Non-TBIV ¥ X v &
U CTRIFRIFFRAEERIA LN T WD, HERDNon-TBIV Y X ¥ ZHWIZUCBTIZBWT, &
WAEBRERBFESNTEY., Non-TBIV Y X v OEIRIIEETH 20N DH 2, —F. ITHFEIT
Non-TBIV I A VIZHEZMZ 2 Z L TTBIVY XV EAEHEOEERPRESINATEY, £HFDAH
Lo TRPTFERADOFEZ O TLHHPI TCOMGELBETD 5,

(fEER)

TBLIZ., 7ANVT7 7 ¥ (Buw) RCy % EDT VX VLA LW, REN LBMETLEO—TH 5,
AR, FE 7 AV 7 7 v (ivBw) DSERREA S v, WARBu & bt L THRNEM BRI ZEN L, <D
FEB CHEE ORI E- T 2 2 L BSHBRIC T o 72, HLA —BUfiL i M5 & CFFE M #53# A
IZBWTivBu & TBI V¥ X v % iR U 7o KBURER IR 22 TlE. ivBuV ¥ X v DIEL ML X CEBME
PRENTHED 2 TBIZ AV WivBu LV Y X Vs, BHiRIEE 1203 2 A IZ B W TR <
Aoz XoiihoTWd, —h, UCBTIZBWT, TBIVY XY & Non-TBI VY X v ZHERL 72
ﬁﬁﬁ%ﬁ%ﬁ%ifﬁ@?\ﬁWlET/XVNW%ﬁﬁéiLW%%i%ibf“ﬁmoWBT
DERDOBEHRIIAEBERETH ), REFNLRIEMZIS 32 L2 HWIZ, TBIV Y X ¥ HIEIL <
FAWOLNTERERLDH D, RFBITHWT20064F 5 5 201341217 172N UCBT 1,464 5l %
TR AT T I, Hnﬁfﬁﬁ’#Wﬂ*ﬁiﬁwﬁﬁgéhD@hﬂﬂMM}R%meHHMM}
83%, Low—TBI RIC: 76% vs Non-TBI MAC: 65%, Non-TBI RIC: 68% (P < 0.001)]. IR
WTHERBRTZEFELTHEEATWS, BIZHLAR—ZHH (<4/6 7 wv—ﬂ)@HLAﬁzt%ﬁ?
ZHIZBWT, TBIOAEBIEERI R DA LN TWS P, Non-TBI V¥ % >~ & LT, UCBT M4t D#AH
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IZBWTHH SN TW S, Flu/Bu4 (ivBu 12.8 mg/kg) <° Bu/Cy, Flu/Mel, Flu/Bu2 % i\ 7: UCBT 12 %
WTEHWEBFRER 2 HE SN TE D 7, Non-TBIV I X v OEPFITEETH 208 03H 5, —
T, EAEFER DO Non-TBI VY X VITWEZNZ 2 2 L CRIFLUAZEIHRLNDG Z LRENT
W2, EMN 5 i Flu/Bud IZ{EF & TBI (4 Gy) % Mel (80mg/m?) Z3BHI L 72387 bk v T
'3 Flu/Bu3 2 thiotepa & ATG, Flu/Bu4 (T total lymphoid irradiation, Bu + Cy {Z Flu, Flu + Mel IZ ATG %
BINUZZEZ EXMA SN, TBIVY X v EAEOAZERIME SN TVWE, IEHRHE S
ATV Cy/TBIZ HHW7T: UCBT DAEEBRIFTMETE 2 b D TL L, Cy/TBLIFlu Ara-C ZfHFH 3
ZHENS TBIVY X VOWEHEATWVS, WIND FILEDRENHIRILIC & 2 LB EDR
HTHDH, RNITHRAOZECHY) L BFBEPIIEL LYo 0T 57O, SHROTE L SHEEL
WBETH 5,

CQ2: S#&EICH YT 3 UCBTICHEWVWTEELBILE X fIH

(HER)

Flu + Cy 50 mg/kg + TBI 2 Gy (Flu/Cy/TBI) & Flu + Mel 80 mg/m> + TBI 4 Gy (Flu/Mel/TBI) 23
HTIE VWL, BB E LT BEIELN TV S, [HEEISWEEIZBW T IIBMEOER
DEETH D, BIEICBWT S HEMEZEE L 7 MAC DRI EA TV B, ZHILE QR & B
TR TREIIHNT L, BiLEZEIRS 2 2 L BSEHETH 3,

(FEER)

RICOFBIZE D, 2 I CBIMSEEECTH - LR E CIHMBEE 26 T 2 £ T MBS
e L 5720 UCBTIZBWTH, RICZH W7 UCBT (RIC-UCBT) D BF 25 4, EPHTIA <
W LTz, RFEMLHIALE 1F Flu + Cy 50 mg/kg + TBI 2 Gy (Flu/Cy/TBI) & Flu + Mel 80 mg/m? + TBI
4 Gy (Flu/Mel/TBI) & 7t %, Minnesota K% @ Baker 5 ™ %, 43 [4F i rh 9Ll : 49.55% (&P 22-65
%) ] ORAME RIS 2. Flu/Cy/TBI H L < 1ZFlu + Bu 8 mg/kg + TBI 2 Gy (Flu/Bu8/TBI) % Hij
ALEE 12 i 72 RIC-UCBT D25 Y 2 HLF S & #ids U 720 Flu/Bu8/TBIL# T O IFHERA B 3 I1% 76%
(JefiE : 26 H). Flu/Cy/TBIFE TI%94% (FHfE : 9.5H) TH D, Flu/Cy/TBIH DA K I2B 1) 5
fitE %R L. Flu/Cy/TBI V¥ X > %, FRHIHESMT B W TRIC-UCBT OEHER) 2 B ALE & L CTIL <
WHND X DI o7z, — i TFIu/Cy/TBI Z W7z UCBT Tld, BAIRROEAX AV XLALHT
EMEE BN ERICALNTE D, EO FF—4FICHT2MIICRIEE R LTz, (WEBEE
DEVEFIZBOTEEWIEER LA LN TE D ATGERES THAERIUWET 2 Z LM s nTw
2%, 4B, Flw/Cy/TBI VY X V29 2 it O KEB1Z. ¥BIMZ BT % Double CBT HiATIRROFASR T
HYH., ENOFEBLERLTZHITER LV, FEERNS WEBIN U CIIBHEEE O RS
D . Barker 5* 1%, #£3® Flu/Cy/TBI i< thiotepa 10 mg/kg Z B, TBI %2 Gy 2> 5 4 Gy ~HE&R L 72
intermediate intensity L’ ¥ X ¥ % T double UCBT % Ji4T L [n=90, 4FlprHJefE: 475% (21-6375%) 1.
TR ERAE S #13 99%., R34 O NRM I 15%. FF&ERI%, REFHEE2% & BT LAt & MG L
TW3, EWNTIEDOMEREA. Flu/Mel/TBI % Fi w72 RIC-UCBT @ BRiE % #Hits LT w5 580, Flu/
Mel/TBLIZ B W T, BERERR « U v SBRRILITBBE R 025 %8 R — 8% X ) XA 04556 1,
FUORE 3B H COEIMEE I 1 L A EA LN TV, FAER BRI S HRMEE & wo T EE
REOEH) AL TH, RIFRABENALNTE D 0 52 70 £ 5 R IE Flu/Mel/TBI O X
STFR LB bNns, —HT, HLEBETRER L L LEMW@EF@WE%EMS PR ET 2
NRM HRETH D, BF % [FFE R S % #3572 MMFEINZ £ 2 GVHD 7 b5 o 5# b 23,
AR L LIFERFECW TS T2 Z LB s T,

RIC-UCBT 23 1J 2 BIALE % FLER U 725213 BR 5 0 5 o ARFBIZIHBWT20074E202 5 20174E12 Y v o8
RIESE TR LT RIC-UCBT % & 1J 72 B 779 Bl 2 75 AT Tix. S Y > 3B Is (ALL) 12
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W T Flu/Cy/TBI, Flu/Mel/TBI, Flu/Bu-based ® 3#EIZ B W CTAEGFRICERRZIT Lo 12, &
PEY > RfEIZ B W T Flu/Bu-based B 12 3 W TEIWNRM I £ 5 A fFRK T 254 5 4, Flu/Cy/TBI &
Flu/Mel/TBI O #4258 S 7zs AML % EX 4 L L 72 CIBMTR % & O£ 5 HLEIENT Tk, Flu/Cy/
TBLIZBW T, MORFTLE (Flu/Mel = ATG, Flu/Bu = ATG % &) & Eb LT, fEWNRM IR S Euwa
BRIHFHE SN TWBEY, —F T, Flu/Cy/TBI % i\ 7z Brunstein & * O#ith TiE, £60% 0 B A
CRI-CR2#A D U < IFFE4r B & IR IR S E L TV 2 EE R E LTV B0, 3FEFHKE
131% & HRIE < . BHRERICREZ R LT,

AL, mREIIEWTHHEMEEE® 2 2 L R PUEBMR L LT 2 pILE ORI EA TY
%, Flu/ivBud 1335 Z B8 L 7: MAC & LT, RMIME#HIIE (peripheral blood stem cell, PBSC) &
#i (bone marrow, BM) & W7 BAEIZ B W TR HE /R L TWd, —J. Flu/ivBud ZH\W7: UCBT IZ
BOTE, BOVABFERBHE SN TS DY, 2OFHEEEIETOL o T, ROMKREIZES T
% Flu/ivBu-based regimens % i\ 72 UCBT 6241 [4F-finrh i : 59 7% (HEPH 21-7275%) ] ORI MY 7%
HrCid, Flw/ivBulZTBIH L EMel 2125 2 £ TRELRAEEMEONS Z &, F 72 Flu/ivBud-
based regimen \ZEEENA Y R 7 EFIIBVTH, NRMEZHELT 2 & L HHRELERT S 2 AEE
MATRE NIV, EWIZBWTSSEM EOERNE AML - MDS % &512, Flw/ivBud/TBI 4 Gy % F v
72 UCBT D% g% mi & ilBR 25217 S 7z, 20094FE 2> 5 2013 O AT 71 451 [4F-fiprhJfiE: 61 7% (HEPH
55-707%) ] AR S A, T1HIF 616112 B3\ THFHERAE S 2345 6 . REUFHEREEHRIL92.8% TH -
720 BAHIZ2FEDOFHLIL19.7%., 2EFRIL40.8% TH D, mEE 2T % Flu/ivBud/TBI 4 Gy %
W7z UCBT ® & 3 —EDOREM L FahEIRE ™, WRAZEREHEFRICEW X, JEE
RN E B SRIEES & A 3 2 il 23 BT U C 4Rl Jufi: 64 5% (#EPH 57-697%)]. Flu/ivBu 9.6 mg/
kg /TBI 4 Gy + G-CSFff i K& Ara-C % Fl\W 7z UCBT ZHEfT L. 161 % Bk < 22412 B W CTHFFRERA:
HEOB LN, BAE2EDONRMIE22.0%., FHE26.0%, 2AEFR62.0% & BIF 7 kg #E s
TV, Z1ROMEERIZ BT 2 55 B 1k, FEEMLEBERIES 126 L T Flu/ivBud/Mel
80mg/m* % F\ 72 UCBT % fifT L [4EHbrhJfiE: 597% (19-707%) 1. BRI hERA % K13 90.2%., Al
%24EDNRM 1%25.5%., FFEFE19.6%. 2AEFHS54.9% L5 S ., Flu/Bu4itMel 21z 2 2 & T
B LUTZEBEMEF LN, BliE EEREHRIES BV CHRENOHEE TR WIS R 2R3
REMEAVRRE T WS ™, FluBud IZEFETBIH L EMel 2122 Z & T, BELTEZEIHDL
NZZLRMBVWLIZITHI, BHLMAADLEIIEE > TVE WV, FHETHREERO L
PRZ: L Y] )0 B H O, 51RO S O R IMEELMBETH S H, 7z, BB L7z X 5 12 Barker
539%, fER D Flu/Cy/TBI IZ thiotepa 10 mg/kg %3801, TBI % 2 Gy »* 5 4 Gy ~Hé £ L 7z intermediate
intensity ' ¥ X ¥ D52, Flu/Mel/TBIIZ G-CSFHFHIRE Ara-C Z3BI L 72 iis 70 &%, mling
AT HARE MRS 12 35 W CRTALE B O FA UL S LD

II. GVHD¥F/s

(#R5m)

UCBTIZHB W TIEBM, PBSCZ#flifldy — 2 & 3 284 Lt L, ®iEa &M s - i
CD34" flifu 3D v, HLAREE DFRE R EH VLR EORELH 5, £ 1> TGVHD FBhIC
DWTH, BMT * PBSCT & 3301 THE 2 2468 035 %, RIC-UCBTIZEWTCIHEAFITDGVHD 3
B CIZPIR R A GVHD OFIESE R BEIEE RE o7 2 H D % UCBTIZHF 2 GVHD ¥
BHIZCLIZMTX H LS IEMMF 2 0fH 32 2 E B8R E L o> TW 5, WFEMIEHRID % S EBFERE
DY AT DBENWZ L6, BHiEOMIKBIEANDHEELEE L CTMMFAFHINDE Z L% 00D
IZUCBT 2B 2 GVHD PO TH 5 5, LWBUCBTIZHLARBEABHTH 5 Z & 3% V25,
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HLAREES FF—25DOBMT®PBSCTIZBEWTHWLNS Z & DL WATG DFEIZFUCBTIZEW
TIXSIERIEHRIE 7 S0 R 255 TRABAE I AR < & v O G4 < 7, 2o IR s
TV,

CQ1 : UCBT @ GVHD ¥B5 & L T cyclosporine A(CSA) & tacrolimus(Tac) D &5 5
HEE LWL,

(HERR)
MAC # FHW7: UCBTIZBWTIECSAMTX B EHTH 5, 7272 L TacMTX D [EAFEIZEHTH %
AIREMEDID 5, RIC-UCBTIZ 3B\ Tl Tac DEMEDRE S T W T TacfEHSF R S b, 7272 L
CSADOHEMPEE ZESRET LI ETIOREIIZE LT 2T HEMERD 5,

(RERRL)

MAC % W72 UCBT 12 B \W T, CSA/MTX 2 & 2 GVHD F i % W CHORERZETIZE T 22 &
B ORIFEFREIHRE SN TE D 10 CSAMTXZHWS Z L IZF4TH 5, %BTRUMP D
7 — X Z W7z CSA/MTX & Tac /MTX & OGRS TIXRTALETRE b K125 & 7c L2 & FAT
IZB W T, Tac /MTXAHFERNIZ B W TIEM GVHD FIER L EF R TR IGKITED» o 721, 712
72 LEHRZRLSTac MTX TEWETIZH -7 2 b H D, 2EFERIEZEDLL LD T2,

RIC-UCBTIZB W T IZSHCIVHATHWLNDE Z L% h o, ROMEHEL 6 DHE TIX
CSA % B THW2354 12 1E PIRAM GVHD 12 & - T 100 H B ® TRM 2327% DIEFI TED & 1L
1408 32.7% £ WO A TH - 7:25%, Tac ZHH T2 2 £ T100 HELHD TRM 43 12% 1234 L. 1
FEOSIZT0% & o729 MTX EfFRH L 7285&1zoWTld, BiRo & B0 BiLERE HEE LTS
B RIFHT % 4T > 72 TRUMP O 1% 5 BIIENT 3 2, MMF & CI & OHFF 122 W Tix Miyamoto 5 ' A3
BRI 2 & L TH D, CSA/MMF & Tac/MMF & TPIFFIERIZE D O Lo 1225, -1V E
2 GVHD FIEZH 1L Tac/MMF TIRWEHE 23 H 5 72, S HLILHER Mﬁ'c iTac/MMFz X % GVHD
FEiHB0S D FREIFRF & %> TWiz, 7272 L CSA & Tac DHERIZB W TIERES TV S MHIE
EMNBEECTH D, FFIMGE BT CSA Rkt sk 5 BRI IRE % 500 ng/mL & EOIZEREL
T Tacffif] & DI % T 5 72 RCT TIZGVHD BIER + & O { BRI EZ IR O L b o
7219, UCBTIZHWTH CSA BIEMAEE 2 E B LT D 2 TDTac & DR ZFi S il e L
THRAT 2R ENDH B LEZ B,

CQ2:GVHDFBELTHONYZa—Y YEEE(CD) LHATZDIEMTX, MMFO &
5508 RVH,

(HERR)

FAERIALE ORI b & 9, M) X 7 B CIRREESM GVHD #IED D LW Cl + MTX, &Y
27 BETIFHEHEOENCI+ MMFOEHMEIVRERS LTV 5, 7272 L MTX, MMF Wi 0 5.7
ERFHEFR SN L TORBRIIfTbA TV R W AITIIERIDETDH 5,

(FRE)

BRAZMEAMB IS 2 UCBT #85 & 3% TRUMP 7 — % % W72 CI + MTX & CI + MMF @ b
BIZX 2 L. MACZ W T BAETIZEFHER & md%ﬁw%%& NRM 2213 % < | grade II-1V, grade
[I-TV 2P GVHD #IEL A3 CI + MMF il 8 CHE R . BERBIZCI+ MMFEIEE CHREIC
Ko 721, BB Y X 27 TIZAML CRI/CR2 & ALL CR1 & U 2iHE ) X 7 B4 TI1Z GVHD FBh

12



’ JSTCT monograph Vol.87 EMHFEABIES 1 RS 1> — BHEOBE ‘

HBIZL20SOEIZ L o208, FRPANDE ) A7 BETIECI+ MMFEHEZECOSHEEIZR
HFThotz, ko THEHEY 2 7 BETREREIMEGVHD B30 L WA Cl+ MTX SR WAREM: 235 2
. EHYAZEETIZCI+ MMEFBEWO 2 H LI,

TR PRI RIALE & F W 2B I oW T OFRBED TRUMP 7 — £ % fl W72 Eb Tid, $FHhER & i/
RDOEFZIZOWTIECL+ MMFEHEE O BERITRIFCH o 7225, grade 1I-1V, grade II-TV 2
GVHDFIERIZCI + MMF I EE CERICE Lo 721, RV 278k 2 L, i) 2 7 B3
TIXAML, ALL & IZGVHD PRI & 2213 0 ws, B Y X 7 B34 Tl AML TCI + MMF {ii F
BECTHAEEIARITE L, ALL TIECI + MMF{HE#E TRFS BREFZMEM2H D, OSITHEIC
PioTWwiz, o TEHYAZHEETIECI+ MME2BEWVWD 2 d LAV,

7272 UMTX, MMF & b (2858101 22 o R & L C ol R " "1z X - T GVHD FE R
RLHRERLEBEL L EHEINTVWSE 2, EFEO TRUMP 77— &% TG EIZOWTIRIETE T
WL, ET7MMF Off 25, RHZIMHIRE MR WI5E 12 HHV-6 O IR L-Lss D ) 2 7 K7 &
ToTWbETHIMENDH L Z LITHFRIBETH S T,

V. S Exn

D RF—Y — 2 L HRTUCBTHIZNRM 3% W10 2 2B JFRKTH 2 EERLE, A5
B RS S B B APIE. B X CRYYEIZOWTEIZED FiF2, iR F—2 500 E K=<
BELTWHDIZTOWTIEHETA R4 vESRENTW,

1. £8F%%

(#5m)

UCBT#i b HEALAHEDO—>TH D, BN TDH 2007 4ELLETZHI 7TEIDEEEREKRTH - 7217,
i&ﬁETNC\ CD34Wf¢H}H@@EE']@EL& 6—13)\ Fﬁ“‘%i‘%ﬁlﬂﬁHLAﬁﬁFm*&’ 118)\ %;}:ﬁﬁﬁ%ﬁé&ﬂ,n, 91, 119, 120)
T, BEARITZET RTFPFRES . EAERRIIRENICSE L, o FF—Y —ZITPEEE
ZEEILLoTWE Y, AEFEFCTOMHESMD RF—Y -2 X DEMICT 270, BEHICEEE
REOHED DI, FF—Fd X 2 ) XARRIBETH 2 12012,

CQl I ABRLIEEIT AT RALNEEDL?

(HERR)

UCB 2 =v F O (TNC, CD34 #ilg#%). BAEIaEE, GVHD TRk, PE, F I —fri
9t HLA $1t4& (donor-specific anti-HLA antibody, DSA) OB #E25%E 3 %,
(RRE)

TNC. CD34" g LD UCB2 =y bOFEMAEVEETH S Z LiZT Tz ~7: (II. UCB2= v
DR CQI &),

T, BAENAE O AERICH BET KT O—2TH %, Flu+ ivBu 12.8 mg/kgid, BMT -
PBSCHEIEIF ORIEHE L LTEHEINEIMACLY YV X Y TH L4, Z % Hwizdouble UCBT T,
R+ —HROIFHEREE 1062605 & F L KW Z &GS N7z®, —F, Flu+ivBull
thiotepa "' 12, Mel ™, TBI™"V& %Nz % Z & T, AHFERRIRET 2 2 L uME ST,
72, HE D % e LR G T2 TivBu + Cy & TBI + Cy & 2 UCBT D i & 15 5 S A9 130T L.
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ivBu + Cy CHfFFRER[EI1E3R2591.6%. TBI + Cy T98.0% & HHRICTBI + Cy CRIFTH o 7 EHiE L
72 (P<0.001)", Bl_EX D, UCBT Tix BM * PBSC 4 & D dH1Y > SEREDER D 5 35 < TBI
DIBMPBETH L EEZ LMD,

Z DMz, GVHD FRHES W o, MEOEME ™ BB ICARICEE T Z L MES ATV S,

F7:. FJ —UCB®HLAIZXF % HiHLA ik (donor-specific anti-HLA antibody. DSA) % L ¥
YLy b 3E T BRI EBERR G RITEW 2 & 235 S L TWw B, Takanashi 5 %1%, 3864 @
UCBT &3 M OHFIHLA fitfk & UCBT &2 EGE O B3# % #i5T L 72, Mean fluorescence intensity (MFI)
231,000 24 B, REISPUR 2FE T 235613 800 DL CTHUARGME & HIE L 72, BAE#% 60 H To Rk
TP HRER B8 3R 23 PT HLA HUR M D 297 % T 83% (95% (5 HHIX M 79-87%). PTHLA JUiARRG4: 72 23 DSA
TR L2 > 72694 T73% (95%EHHIX M 61-82%) 72 - 7225, DSA B D 20 4 Tl 32% (95% (5 HH X
M 13-53%) EAERITET 2 2 L 2HE L (P<0.0001). £ZERHNT T HHLAPUREMEREIZRN L
TDSA TLWHHLA HUREGHERI (RR = 0.69, 95% fEHHIX[H 0.49-0.96, P = .027). DSABEEH] (RR =
0.23, 95%fEHIX[H 0.09-0.56, P = .001) 3ERIZARTH o7z IAY EXRFEDOZNV—T1H12600D
double UCBT T, MFI #3500 2L E DA DSAGME EEFK T 5 &, DSAKGM - EMECTEERIELE
n83%, 78% L[AETH o7z L L7z, MSKCC ® 7' v — 7% double UCBT T DSA i (MFI>
1000) T 1241FR 11l CAFE S T 2 & ZHits L7 '%, —. Dana-Farber Cancer Institute ® 2
W—TI1XDSABGEEHIEST 20 v M4 7% 1000 MFL & L7z & 2%, DSAFEMS, 1=y b, 22
=y MIBEOSE, FNENEBEARERILS55%, 182%., 57.1% EHREITHEL 72 (P =.0001) 'Y,
75 v AD16HEH DS DG D AT, day 60 D4R 13 DSA YR T44% & . DSA i
(81%) & HANTHEIZEL > TV (P =0.006) ", Fuji 5% 1%2010-20144E D TRUMP 7 — % 2 b #ii
HLA JURBE M 343 2 % 3T L. day 60 % T RFEEFHBREIE R 25 DSA B (MFI>1000) @ 25T
1%56.0% (95%(Z 1 X [ 34.1-73.1%). DSA &M D 31841 T 1% 75.7% (95%(Z #H X [ 70.6-80.1%) T\
DSABGMHGHI THRIZAR EHE L7 (P =.03), MIEHITL o THRRS—EL LDk, DSAEMED
EFOEV, BAFIAE S GVHD T 57 (ATG O %), single UCBT #*double UCBT 2*, J5J%
BLIREE, DSANOHREEOEROSEERRNT PR L 280 TH 2 2 LA —HLEEZ L
N3, 861z, BELAA Y Z7E3NLWHLA Z 7 A1EE T (HLA-DRB3/4/5, -DQB1, -DPBI1 %
O izxn T 2 HEICH T 2 PHLAREE ©. EHEREMEVZ LB shTws ™, T
FEDUCBTOHEMPRD LA v 7ERFEMEL T, DSATRWIZ EXHERT 22 E08EE N5, F
KHIZ, UCB2=vy FDHFEU 7 VVENGS-SBTER ETEAA Y IAREE LB 2 EBHEI D,

CQ2: DR TEBRLLHET ENEDL?

(HER)

TP ER (AR O JK A 25 FE A% 3-4 B % B 2 TR b L WA IE, I EBMRE. FF—%x U X
L EOFHEiD S 2, BRMSHERE S NS, ¥ XY X AMEIXSTR-PCRIEDHELE S 5 (R
FRIE DN
CrER)

ARAL VDT NV—TIE, HIEE TMAC % W Tsingle UCBT %17 - 7271 &4 OBAE#4 14 H 04
BHMEZHWCT RS-y oy bOX X ) XL EMRET L 72, BiIALE X Flu/Cy + Bu + thyotepa +
ATG. GVHD FPji£ 3 CSA + PSLTH o 7z, BEF X 7#E (K F —HlifEA390% i) TIX5E4a F
F—RX X IR LEHARTI 2 AR OFHIREERIFREITARTH 5 72 (55% vs 94%, P < 0.0001),
FF—=% XY XLD65% U EDGE, —REABERERIT2% TH o 7205, 65% Kl TIX67% &
ARIEL (P<0.001), day 14D % 2 Y XAMEIEBZREDOTFHUICERHTH - 72 L L7212,
MSKCC ® 7' )V — 7%, MAC % i\ 7z double UCBT 5641 T, day 21 DE#ix 2 ) AL EAEF LD
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M Z R L7, BHOLRF—(2=y F41+#2) DX X Y XL D100% DHE. € DHBOEHE
LRI 08%., £AE T TOMMPRHIZ2HTH o720 ¥ XY XL D90-99% DA IEZNE R
100%., 29 HT, ¥ X ) XL <90% DHEIEZNZF168%, 3THERRTH -7 (P=0.001), BHilR
HIRFS CTREZDIHI TOLERMEITIZ L 2 &, day 21 DBHEF X V) X L 25<90% D& 5F Bk [E]
13 100% & HERTHRBEIZRE (P =0.004) TH - 7227, Ruggeri 5 ' 13 EBMT ® MAC iZ X % single
UCBT % f#fT U, A5 R O ML EfNT Cday 10 AR B ERIZ ER L, day 21 T¥—2 &t D,
Z Otk day 31 £ TIRHAELHITME T L724R. day 31 DIRERUEIZAR T L, day 31 Zi#B 2 THEE T DRI
21%. day 42 DIFEIX 5% IZIEF 3 2 L #i45 U, day 21 DU CRUBFEREE O i % §h © TS0 1% day 42
FDELTRETIEHTVWELTWS,

Matsuno & '* IZ single UCBT 4 D 41 % CTHEAE TDO X 2 ) XL % W{E L 72, EFHFINITNRM
THE L7228 %R <394 H374 TIEIUNIZ K F — AL (590%) ¥ 2 U X LI L T2, Bl
HIBCTTHMRDE X XY XA ZHN24F16%4 T, FF—EAX 2 Y XL (>90%) I2F)3# L
TWiz, Fley ABEALO2H (ABERTHEI LIEM) ZLITBMRIER X VEICvy o v MEAL
(>90%) ¥ XY XLTHH, BHITHoTH LYy MIOTHIEX X ) X2 DA FEBEREIT
HREZPEST 22 ERBE NI, —F. Takagi 5 '3, KL CIEMIZ X 2 GVHD FHi%1T - 7:
single UCBT119 & Zf##T L. 204 CHLERE AN Y >~ HHAEBRYE (hemophagocytic lymphohistiocytosis:
HLH) Z&0FL. ¥ X ) XLMEZHEMBL 72 18ZF 16X TFF —EX X ) XL THolzZ L, 14
BREBREL Lo 2 ExE L. FF—BAx 2 ) XLICEELTH, Z DK O HLH O FKIE H
DEBAEIZELZLEZRLTWVWS,

¥ 2 ) A LWEFEZ, BEMOGEIZXY REEOZEZFIH L7z FISHIEIZ X 2 E A RETH
2 H3, A BES TIMIRB AR L WG EFHEREECH 5 2 & FEMOSGERERTS TnI L,
F2E BB TYY Y b EEBO R —MIIENREET 2550 I VB LB Exb,
TRTC DY — A THEMATHE % short tandem repeat (STR) ~PCR¥E 23— 12 FE i S Tl H 121130
HERR S N2 25, AP TIRERRINETH 2,

CQ3: £5FLKOBBIEDLERE?

(HERE)

HLA —3(~ 257 2L EAR—3PBSC F F —IZMIREIEAIUCBT &£ D » Bz, BYYEAGHIITIX
RSN 5, Flu, 7 vx VLAl TBI % & CRIALE A MEREITEIC RIFCH 2 /et d 5,

(FRE)

Fuji 5 °Y O TRUMP 7 — & OfFNTAERIC X 2 L, ABER LB ORIRFEBAE O 4 %L I UCBT
(N = 180) T39%. PBSC(N =24) T71%. BM(N =16) T75% & DFERTH > 7z, 14E4£ D NRM
IZPBSCHECUCBTRE & D H1K< (HR 0.43; P =0.019), £4HFERIEIE - 72 (HR 0.45; P = 0.036),
Harada 5 "2 13, —XM: « XA BERSITH L TEA VY 2 b ) —F— & TRIEBHE %2 HLA ¥4
BRF =50 (N =129) & UCBT (N = 570) Ofi % i L, HLARAH K F — 25 0BT
30 HAEE L 2379.7%. UCBT T52.5% L ARICHLAYAH FF — 2B W (P <0.001) 2 & %L
720 1FEOSITMHH CHEZIZ L 5 o 72 (HLAFAZ K+ — 33.1%. UCBT 34.6%. P = 0.40), [E
WD 5 O/NRO—MEAE R4 10201125 3 2 RER AR E O 125 AT Tk, HLA—E~ 14t
JRAR—Z DI K F —2 6 OB 2-3PUERA—HFF — L D HOSHFRIZENA TV, UCBTT
IZHLA2- 3 PURAR—E R F — L LN TEERMEL | EEBIEOMEIID - T 05T ENEREZIT X
. OSIZA%ETH - 7z (HLA2-3PUEA—F K F —T47.6% * 7.7%. UCBT T45.7% + 8.6%) ",
MUEXD, HLAR—ETHBMPBSC R+ =B o N L HLAEBRNH VI L6 UCB LD b
BEANB2, WYL FF—PHBLALWEAIZUCBEZMHST2 2 L I3F Y TH 5, HEHEORTL
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& LT, BRO/NR10261 25 & LTz iifgk—3 « A—3 FF — 2 F LRI X 2T Cix, %%
HIENTCTFlu, TBIOMFA 2, ROWAFRIZERITHE L [Flu: HR 3.33 (95% 5 XM 1.62-6.83), P =
0.001; TBI: HR 2.68 (95% {EHHIX [ 1.36-5.59), P = 0.0005]. %7:Cy * Mel & & D 7 v X VLHKI DOfEH
FERWIETRICERITHE L Tz [HR 0.42 (95%EHEX [ 0.22-0.79) , P = 0.008] *¥, Onishi & ¥
FIHEERREEEMOEZEARAEIINT L2UCBT 24D VYA M) —F =X %N L, Flu + Mel + 1K
FETBLIZ & 2 BAHRTLE 23 & Hh_RTRIFLAZFHR (66.7% vs 37.5%, P = .04) & 4408 (55.6%
vs 20%, P=.05) 123289 2 L LTz,

CQ4 : Double UCBT B4EBARLXIERFICEZ D ?

(HER)
+5 % INC%E T Ssinglex=v b (>2.0 X 10" /kg) BAF TS 25H5 TR S ALV,
CRRR)

Wagner & % 13>2.5 X 107 /kg & >1.5 X 10" /kgD2 = = v b 23 i F 7] B8 72 1-217% © AL, CML,
MDSHEEFEZHEL, Vv =v b 1% H\izsingle UCBT & Wi 5 % A\ 72 double UCBT #% LL#X
T2 7 v X MUK E T o 72 & 25, MHHTI40SIEZ 1 Z173% (95% 5B IX [ 63-80).
65% (95% [ETHX [ 56-74) L BREZEH» 7% K (P=0.17). DFS. #FHER[E{E, TRM, FE¥., EYLE.,
grade II-IV 21 GVHD O E|4 B Rz 032> - T2, single UCBT TIi/MREIE X & L 5 & <, grade
-1V © 2P GVHD & extensive X 4 7 DEMEGVHD OBHE LD LW G LTz, 7 7 v R 2206k
HED T v X a LGB TIX, >3.0 X 107 /kg £>1.5 X107 /kgD2 2= v + »MEHAEE 22 A M
. MDS 7 151 4 Tsingle UCBT & double UCBT & # HL#{ L 72 & 2 5. double UCBT THAHARKL
WRHPME TR, 24E0S. TRM, £ GVHDBEE IZ[A% T, double UCBT #f Textensive X A 7 D&M
GVHD 3% < . F§¥ i3 double UCBT T# 4> 727, Wang b "Iz & 2 25l OWfZE L 2 hicE I n s
65711 BDBEEENRE LIV ATF<T 4 v 27 VE 2—"TIi3, double UCBT i single UCBT & X T
MERFEMRIZE B2 2 # O 3. double UCBT T&EMEGVHD grade II-1V @ GVHD & 184 GVHD & A 0f
BHFE 3 < . BRRHIMENZ & 2R L7205, TRM, DFS. OS il s i#E CH%ETH - 72,

HATITbrz61 417 & 28 ZMHiRIZ. REGFHIREIEIZ85% T, singlex=v @EE%%??
EI2b0TRLEr-72" BUEX D, +0 2O single 2 = v  25EE T = 285412 double
UCBT #5323 Z L 3R S v, Lk, BUEBRKRBLL CIZIEPN Tdouble UCBT %%ﬁm‘
5ZLIFTELRWV,

2. REMESHIE

<</\_A,>>

UCBH DT Y v /8BRITIZ EA Enaive BEZH L TE D, F 7FAEIUFERITAAN O SUGHEMEW % &
DRIEFHEENED 5 40 14D UCBT O KIS B W T HLA R—ERE AT S LT & 72, BAiR D
FEREEDHE DA 3 TS s, ABERTOBMREINCHE. RIE, REHIN, RIEMEFE,
TR, IFEE T &2 FER L 3 258 O RS [preengraftment immune reactions (PIR) & L < 13
preengraftment syndrome (PES) | 28 LRI ESEEE ITFIE T 2 Z L 031 H AT W 3 5 19219 FNIz 1)
5 UCBT2 D ZME GVHD OFRESE 13 7 v v —FEFEMAFRE R BMT & bR THEZD % FERITE
D2EELFAETH L I LEBWESATVE Y, —HFTAMEGVHAD LT 2avFaxTuf R
(CS) DU F, fthd K F — 12X TUCBTIZBWTRIFTH D BV grade I-11 21 GVHD % FIiE
L7eBERIC BV TIE, 2EGVHD 2 LEEL D NRMUFE T, S S5 ICHAER KT URKMIZRIF K
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AERPHE SN TVE Y, 7 RHANEM GVHD X UCBT THEIIA 7 14150159 kit 14 1
D QOL MBRIFITIET: 2 WHEME DD 5, UCBTIZHBWTIIMOBHEY — 2 &L L THL 2T R K
SAERERICE E7:T 20, ZORBITIG U FHRNEET D 2 L BHETDH 5,

CQ1: £&FFIRERI (PIR) ORE. BANEGEREMTDH ?

(HERE)

PIRIZ R F—THIEOMIE L I A P A VIIIEIZ L > CHI S I SN TVWBIRETH 2 LHEE S
b, HIEELT 2 ENRMD LR, —HTPIRPE T 5GVLIR G RBRENTWE 2, —ED I
BohThw, PIROBEHILE X CEETREER LIS TCOMITIZL D, PIROEDEKNE
BOPLLIZENB T ENEETND,

(fgsn)

UCBT# R H 09 H Huitkiz, FKEL K&, KREBM, RKEMEFE. TH., FREEZ & TR
ST OLNDEEORERICHBIIET 5 2 &5, ENIOEROIEZ 2 LG STl D s
preengraftment immune reactions (PIR) $ L < & preengraftment syndrome (PES) & M4 T W 5,
FIEHMNECIEFOIL-5RIL-6 % EDQO RIS A b oA Y2EMLTWE Z LGS NTE
DY EIA NI VIEZREE LR TH 2 RSN D, L 2BHERHT & A & Dinaive BE T
» % UCB® THINEIZ, BHitkH 3 214 H Tmemory THINIILE ITHEHT 2 2 L 2RE N T WS 1159,
Matsuno 5 12 & % &, UCBT# D3 & A & OJEHIT, THIFES X UCBT# 14 H T5%4 F > — %Y
WESHboTEY, TRTHHTRF—DEEH90% 2 128 T, 2N RMOREL D b PIRDF
FERPEH W EDRENTEY, PR FF—THIEIEE SV 4 b A VIEIT X > TH & Z &
NTVWLIHETH 2 LHLE S D, BFRIVIZD PIR FAERHCRAGM A I B Y » REREIE S BURL S 1L
MDD, BT, ABITEIY o OSBRESHIIE SN U 72 BRI IZEE PIR ~NOBAT RS S e p 159,

PIR D FIESAE 13 20%-78% & I2 & DK S Q Hip 23819219 MTX R MMF, ATG % E & AT
GVHD FPiiEosfbic X 0. Z OFIESHEI DT 25 Z L2VRENT WD, ERRIVEZE X, PIRFIE
WX DEMGVHD B X 18HGVHD D Y X 7 B3NS 5, EBFRIYWET 5 2 &% EN—IPTld
SRTWVWE S —Ep BRIIE LA TVRV, BREETESCBMGEOE Y, &7 Vv—7
BT 2BWIRMEOHER LIRS 2 D EEZ NS, F WY RIEE DL L TV W
WTH 2, ENITBWTIHRIEREDO CS THE—ERE L L THH L T a5 s, FHE
F e BRI BB AT L CHGEE T 2 O HERICHERE S 5, NG U 728 Y] 2R AR
L CSHER L LIZSROMNEHLE Eb s, —BIVIZPIRIZCS O RISMEHNSE L LRy
MTWET ALV, ElE T & CEEML 72358 3R EE, HLHZ S 205 L 2 0% o
NRM QMO JER & % 230, ROMIFEEIC BT 2 IEEMAI 5516 QN ik, B O PIR IFFHF &
NRM %P L CFH % WE S0 2 05, JESEEZ M S HIEEPIRIZE W TIZEWNRM O 72 O FHER
BRTHzZLHWRENTWSE ', PIRIZNRM OHER T TH 2 721 Tlx % . AEBHEA DR
TH 5 GVLAR e BB R 2 bR TS 2 MRS ooH ) 5 PIROERNLE & U/

BREZEZERLIZZHEHITOMITIZE D, PIROEDHKNERIHLLIZEINE ZEXEEND,

CQ2: UCBTIcHF7 52 MEGVHD DFRERE L ?

(HER)
UCBT # ® grade I1-1V, grade -1V 2P GVHD O FAESEE X, 7 v Vv—BEEMGE M BMT & AT
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FIEFBEE CTH B, 7272 L GVHD FRHEDEWIZ X D 2 GVHD FAEAEE MR 70 2 SUITiER L T2,
(fEE)

UCBT 2B W TiE, IMER 6 F (HLA-A, -B, DRB1) 2 JER—3 % 34k & L 7 HLA R —E Al 23
K% D5, UCBHOTY Y RERIZIZE A Enaive BEEZH L TW5 Z &, [AEHUFERIEEAD K
JEMEDMENN T & 2 e 5 MWD EE &M GVHD 03 I WHTREME DRI S T & T2, HEURFEER
2EWFZ2 T @ Takahashi 5 1%, CSA + MTX % GVHD TR I2 W7z RI2BW T, FEMIFERBMT &
[e#E L CUCBT 12 B\ C grade II-TV & GVHD OFFESE 2MEW Z & 2B L TWwWa, —H T,
W® TRUMP 7 — & & Fl W72 #1112 & % &, UCBTIZ B % grade 1I-1V, grade -1V &4 GVHD @
FREFE X, 7 v Vv—EEEIMAFE M BMT L IR THEZ XL L, 5EKRIZED 52 GVHD OEA& b [[
HETHDZEBHMESNTWSE 0 UCBTIZEB I 2 BIEDO &AM GVHD OB Z L TERL 13 %
O NRMICHE ST 2 BB L AE LR TS TH 2 5, £7:GVHD FHEDE W 232 % GVHD
FIEIZE 2 2 BITIZTEE L T2, TRUMP 77— &2 ZH W72 CI+ MTX & CI + MMF O EURIZ X 2 &
grade II-1V, grade II-TV 21 GVHD FIERI1Z CI + MMEEE CERICE VW Z L B s ATw
2 108109 - Feigsh 0 b DR IT & B & ATGEFIZ & U grade TI-1V, grade III-TV &% GVHD DO FfER
PMETF ST 2 Z EURENT WS 010 GVHD FBh: 13 UCBT # 0 &M GVHD FJE I Wi E & 5.
Z5HRTTH 25, EECRMFHRADOHEES D EHGVHD FIHEOMHN.EHETH 5, Z O,
S GVHD OfEfRKF & LT, BiLEME. 4Efn (G185%). HLAAR—3. double UCBT % & 232515
LARTWG AN Bl N, BALTEIC & o TRER 0 72 2 ATHEME D D 2,

CQ3 : UCBT# DM GVHD I T2 ITIE? 2HMEGVHD DFEADEEEK?

(HERR)

UCBT# D&M GVHD 12X 3 2 CS DO RS IFMD K+ — LR TRIFTH D, CSIFHIIERE L
L CHYTERETH 5, UCBTH D gradel-11 2 GVHD IZ, NRM k4 & GVL ) 5F 12 3 % 2 4% &
Iz, O RF—X DO TFRPBIFTH L LMESNTVWE, UCBTIZK T Y CSHKE&E
REA IV BEHM, FRSRER EICE L CREL MG BBETH 5,

(fEER)

UCBT# O EMEGVHD 12T 2 CSORUGHEIE, D RF— L RTRIFTH L Z Lo s <
W3, Murata 5 "V X TRUMP ¥ — & % FHW CEPN O BMT (N = 1955), PBSCT (N =642). UCBT(N
= 839) £ ® gradell-1V & GVHD 12 &3 % CS SUGHE 2 &G HAIZENT L, UCBTIZBWTHERIZR
FLEOSEDRA LN Z LR L TWD, DB O, RFBTIHRBEIGINTH 5 25, FERIN
PR 7 a4 FHITDH 2 beclomethasone dipropionate HLHEE A3, UCBT # O EEHLE GVHD 1T F
DHEEE L L TEHWARMEEZRL TE D 18419 SH%LHF COMIENL N5,

AMGVHDRIEHR D FHRADEE IR F 12k VRT3, UCBTUANOBHLIZ BWTIZ, A
GVHD id grade 23 E 232 IO TNRM A ER L, BHREIEIZIR LT LD XY v b 2% 28813
grade 1FRJEHI 70 EIRER TH - 721, TRUMP 7 — & % fi 7z Kanda & 52 Of##T Tik. UCBT Tl
grade -2 GVHD BIEREIC B W T, SMEGVHD 2 LEE X D & A EITNRMIZE T (HR 0.57; 95%
{EMEIX[H 0.46-0.70, P < 0.001). FHFHKEH{LT L T (HR 0.78; 95%1EHEX[H 0.66-0.91, P =0.002). %
I T EFR DS BIF TH - 72 (HR 0.66; 95% fFHHX M 0.59-0.75, P < 0.001), Z O%hFRIE, HLA 7 v
N—E(8/8) MARFMERLIENMA K F — 2 5 DB TIIAD b, MBI EEN T D TH S
ZLEMRENTY, PLEX D, UCBT#DAM GVHD IZCS DGR { . NRMIEA & GVLAD
RITEERE 21372 L, BRI grade 2MEWIGE MO K F— X D) FHRBBEIFTH L LEZ LN D,
UCBTIZB I 2B L CSHEESL XA I v 7, MG LI L TS L L 2B ETH 5, &
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72UCBT# b CSHEPUMEZMEGVHD % FIE 3 2 IEHNIFIET 5 25, ZXKIBFEICHE T 2 3:iE 3 % <.
D R F—THWLNTWSE ZRIFHFEEEZDEZITHRE LTV IR TH 5, UCBTROEY] 7t KA
WO D SRDIRETH %,

3. RBRZE

(KD

UCBT 4 13 B YYE 12 & 5 NRM 3% W\ 14199 L5006 0 £5 J5 LI EAT . MIBERYSRE. ¥ A v R &
YUECTIIBREICUCBTHR TAPHHE W Z EAVRENT WS 19170 Btk 04 % £ ToOMME
WZ &, UCBHORBEHMBEASRAT, REBFHBEICHM» 222 Z E0EREEZLRATHS Y,
FEEDOHREMAEMIC L 2E8MBHENEGVI EDPHLI2EL > TETEY, METIEZ 7 2BMHER
B2 0 4 U 2 TIZHHV-6 12 & 2R OBEE 23 E S S T Ww 2 25, BRI AL b
FRHESL S LT WD T

CQ1 : UCBTERZEEDM FF—H 5 DBIE L LR TORHEIL?

(HERE)

BAifit% E 4 (100 HBAA) 1Z. BM. PBSC & EERTHIE. BEHE. ¥ A VR RYYE DS OHHE 238 < |
TFFIRFRI T RN ORI AT 2 2 L 2R3 2, BAEERERE (100 HBIREE) IZAE~ET L, &4
TR GYER B T RIIFAETH 2,

(fEsn)

CIBMTR 2 & Oz £ % &, 1996-2001 4F D i) 12 2 S 4172 UCBT 150 44, HLA —E0E# BM
K — 3674, 1PUERA—FIEMMBABM FF — 3ZOMTHIELL7:& 25, 100 HYHNOHTIZHD
5 EYERHET OB A 1XUCBT THLA —3, A—H FF —LHURTHRICEE T (202
45%., 21%. 24%; P =0.01), BEYIEDFEIHDNHIE K F— Y — AW TEIT L 1o T2, 100 H DU
B3 CTHEREZ R Lo 72", ZOMOME TH., JRYYEREIET 1 UCBT DIEH D>50% % &
O, D% FAE 100 HUPIZFAE T 2 LG S Ty 3 616810180 18D Ballen 5 182 X CIBMTR
D & Yl (2008-20114E) O 7 — & N — R 5 5 HLA —EJEI#% (matched unrelated donor, MUD) (N =
930). F~—EJEIM#%k (mismatched unrelated donor, MMUD) (N = 283). UCB (N = 568) & D] T
ATV, VR BRFE S R I E RYYE TZ N2 45%., 53%. 72%. VU A )V ARRYYE T Z L2 1145%.
53%. 68% & HERMNTC. A5 (F£I12P <0.0001) IZUCB T% 2o 72, EBEEYWEIL 7 1 ZF 1 10%.
16%. 18% T, MUD & AR THEREMBN T C, HE (P =.0001) IZ2UCB T% 2> 7255, MMUD & 1Z[d
HEThoT, LEEMBITCIX. MIE - EE « VA )V AEYYEIZMUD & X THEIZUCB. MMUD
T% o720 MMUD & HEARTHIE « v A VABEGIEIZUCB TERITE b2 o Tz (Z0LZ 4P = .0009, P
<0.0001) 2%, ERFBEYYEIBEREI TP o7, VA NVRABRIED D 25 Z £ 1%, TR & 133
HLA ol —HIAVAKRFEDOZ V=713, NEEF136KI12OoWT, BEELRYYED A BT,
Vay 7 REHBAER EOEE TERRE EFE T 2 b DO, CMV OifgsiEg, MY £ VAT X
5 NRGEEGY, RSl R M RIREERGYE, BT ARV NV RIEL &) X5 L LR
#BM 524, THIEFRZEBM 244, UCB 604 % iR L, £REFIERIZZNZ181%. 83%. 90%
EERET P (P=12) LHEHE L™, Parody 5 'k, A4 YO VP X b ) — (GETH) DX%4%
F— & CT3fEHDIEMIF K F — [UCBT48 4. BMT 1204, PBSCT 244 ] Z# HBE L 72, EAEYUIE D
34E BB 12 UCB T85%. BMT T69%. PBSCT T67% &. UCBTHEEDS Z MDA & LR THEIZE
Doz (P=.009), 2EGEREIET H 100 H ML T o EYERIEIE T D E& 25UCB T73%. BMT/
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PBSCT T50% & UCBT CHEIZE» 272 (P=.02) L22LAEH5, 100 H « 34ERE i T 0 R YLE B HE
FET- K (100 H K 55 TUCBT 30%. BMT 28%. PBSCT 22%. P =0.2. 345 CUCBT 40%. BMT
42%. PBSCT 38%. P=0.5). NRM (100 H i TUCBT 15%. BMT/PBSCT 12%. P> 0.2, 34EK#s
TUCBT 48%. BMT/PBSCT 41%. P>0.2) #:iZUCBT. BMT/PBSCTH CHEZZ % » > 7z, Linder
BIMIL, 2MEE CHRIES N2 STRDUCBTBEZMNT L, 1792 Y — FD D £41% (82 =Y — F)
IEAEBI0OHMNIZRE L TWBE ZE, YA VAR Y — REHEHBL W LG LT,
Bejanyan 5 01k, I A Y X KD UCBT 894 & HLA —EUfil#% K 7 — (matched sibling donor, MSD)
68% %, BAHER TR BHZ2H 25 1EOMORBIEANEER LKL E 25, VA VR
JRYLIE 25 UCBT € 3.3/1000 patient-days 12 % L T MSD 1% 0.3/1000 patient-days & A 7 12 UCBT 4 T%
o1z (P<0.01), —HHBERYWE (ZhZFn24 vs 1.5; P=.06). BEEKRYIE (FNZ40.2 vs 0.4; P
= 1) 3ERZEZRD U H o 1z, Takagi & '™ 13 HEE T D IMFESYE (bloodstream infection, BSI) @
EDHEE % UCBT & Z W bI4k & TEER L. UCBT TOBSIEHED V) X 7 1ZJEUCBT &t R T L E &7
HrCHR 1.76 (95% 151X [H 1.40-2.22) L HRE L) A7 HF L5 L7z (P<0.00001),

JEYE S DHEE 3% W & LT, CBH O T TEE « HRERRA T x £ ) — THE» %
FERFITE S Mo 2 &R, BB O HERA % OEIE L & ORSAFEREEROBIELZE T LT\ 19,

E N 2> & 13 Kurosawa 5 37 234EAR 2 & O RAE 2 RNT L 72 & 2 5, 2001-20044F & < T 2005-2008
AT IRGE 12 X BNRM 3984 L T W7z (23% 2 5 13%~, P =0.136), % 72Konuma 5 "” 2 X %
TRUMP 7 — X Offfffic &k 2 &, NRMAMET L, 20 5 LEYYEFHTHIME T L T2, Spees b *¥ 1%
Duke K22 D /N UCBT B3 824 &4 #ANT L. 24E DI T 5348% (1995-2001 4F) 2 & 30% (2008
20144F) ITERITAET L (P =0.0002), Z DAFETHRET D 59% IFEIEIC L 2T OWAITL B L
WA LTz, SETIHIEOES L IFHIROAEFEREL Lo 7: 2 L FHEE EHE S b,

CQ2 : UCBT# YA WARLEIEDFHIL ?

(HERR)

Human herpes virus—6 (HHV-6) B # EYLAE 25 D K — & IR THEITHE . cytomegalovirus
(CMV) &4, varicella zoster virus (VZV) JEGYRE O SO b S WEIN D 2 7 O IFFEREIITIEF
JEOFBEMZ SHHICE S, BHIGRENAT L Z L2 RS 2, 2040V A4 VR IZoWTITERE
IZ& o T—RE LRV, BARY A4 Vv ABGYEIZ oW TR, HAEIL « OEMIREERTA R o4 >
b S E Tz,

(RRR)
1) Human herpes virus-6 (HHV-6)

UCBT#&1ZHHV-6 O B L, MBRME DGO K F—Y =2 LD DLW I L HiE S
AT I BT H ARG I - SRR IR AR SRR R4y U A VR
QUE O T B LB HHV-6(20224E1 B ) (https://www.jstct.or.jp/uploads/files/guideline/01 03 03
hhv6_02.pdf) ZZHR S LTz,

2) Cytomegalovirus (CMV)

CMV FIEHAGIZ21-79% & i & 99 fth o AR AE (12.8-30%) 10193196197 L By < C [A) 4
T®H %, Tomonari & " 1ZCMV &Y OB X 1M#% « FEMAABM K> — L[AETH 328, 2 ED
GCViaE & B9 2 G2 UCBT R TR - 72 L Hit L 720 Parody & 'V 131924 D X _ A ¥ D L ik
DFGFT — 2 TIEMEF K F — 2 b OBAEEZ QN T, UCBT® 100 H + 34ED CMV & - RYYIE
ORFEHEIIM R F — L EZHL L, SERMITTO FF—FREERELREV A ZRF LT LLR
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otz CMVEGOFBH 2SUCBT I3t K > — & D B W23 2 [UCBT T+52 H (9-244).
BMT/PBSCT T+82 H (35-859). P =.05. %30 H AP O CMV &G B E & 25UCBT T 35%.
BMT/PBSCT T7%. P =.006] L5 L TWwW5, A %Y 7 San Martino Hospital ® 2" v — 71X CMV &
G BREFRER IIM O MR K - — GEMfE « MFEHLAR—Z K>+ —) £ X TUCBT (ATGfffH) °H
BRIV, CMV HURIE O b3 2 B3R < . BAl#Z 100 H DA O 12 5 G O BHEE 2515 W
EERE L7219, 2018 4E 1T EIERIR IR F 23K EE S LTz letermovir 12 & 2 F B 23 CMV FE ML % 4]
25 ZEDHESRTWG B,

3) Varicella zoster virus (VZV)

Tomonari 5 ¥ 1%, 404 DO K AUCBTHEE D 5 5254 (30 2 A © BFEFEAESE 2380%) TVZV D
BHEMHLERO I EHME LTz, T ) 3=V RED» L IE, BEET/NNRo M - JEMmBUCBT 37
Z. I - JEMAEBMT 77 4 OfENT TUCBT#£2SBMT# & D H RR 2.27 (95%1EHEIX [H] 1.18-4.34; P
=0.013) EARICHRIEHELIBH O EEZRLTIZYY, Xue b2 P v 7 bvd 7 v— 71322749 91% 53
1YL Ei2b 72 2 ACV TR 5 %17 o 12 (FULf20.6 7 B) B ax— F T, HIREZ 444 (19%)
THIEL. 14E, SFORBRIERIIZNZN1.8%., 26% TH2 Z LML L. L HEMoTFHRS
LTI FVEROLBEIRBES LTV D,

4) Adenovirus (ADV)

7T VA Y VAFEBEL D, UCBT IZ&M GVHD grade II-1V & 32125 A TADV O #BFE M & e
JEDMANL L7z Y A7 RF &S Tz 23, UCBT D26 TATG 2MEH & LT w32, Sedlacek 5 2
2k ba—ua vy NoS0EREROEFFIZX S L. /NERTIXUCBT IFHLA —2Uigk K - — L bR TH
EIZ ADV IfJE (>1,000 copies/mL) DV 227 % & % (HR 1.81, P=0.022) £ DFERTH o 7225, KA
TREBRZRFEZLL Lo (P=0.120), ML EX D, BES TIXUCBT TADV EYYE Y X 7 23
HEIN$ 2 22O WTIERHEETH 2,

5) Epstein-Barr virus (EBV)

EBVIZOWT, IAVAEAKFLT 2a—7 RFELFAD2T2HDOUCBT EFHZ NG & LTI L iidtH
ff52Clix. EBV-PTLD @ R2EFIERIL 2% TIHMBEBM L PBSC K F =55 LR TRAEFETH - 72
EBV BB tE Y > /<8 fEME % B (EBV-PTLD) F4E O S HlIE 206 ATGERFI TH - 1229, I 42V
A KD 7 )v— 7 I1ZRIC-UCBT TEBV BHEADHE237% & %S, ATGHERBIZIES 115 & #ids L
TW32, 752>y MREDZNV—T1E, RICIZX 2 UCBTEFH33L 2T L. Biitk6 02 H.
24EC O EBVEE ML (EBV >1,000 copies/105 cells) 25 % 41 Z 19% (95% 15 B X ] 2-22%). 17%
(95%AEHHIXH 6-33%) &5 L. Z AU RIC # W7z JEIMfHBMT « PBSCT & [M%TdH - 7z, EBV-
LPD O 34EBBEFIERIZ6% TH o 1227, £l 77 ¥V AD4KEZHK & Eurocord D H:FBFFEIZ & 5 &
Bii%3 2 AMEIEOMHAEBY #RQ-PCRTE=X V) ¥ L1t 25, 1754 DO UCBT BEH24
ZCEBV OFIEMHAL 38O, 44 CTEBV-PTLD #¥JE L 7: QEBRBIER2 + 1%), i FF—25
DAL T D BEER S (BAEFEIE LR 8.8-65%) %2 L th_T, M&E L#HE L7220, —H, ENOMHE
TR 40,1954 DV Y A b ) —F — & % Wiz Fujimoto 5 'V 0#if512 & % &, UCBT I HLA —ZUf
1K —5 6 OB L TEEEMT CTHR 8.03 (95% S XM 4.72-13.7, P < 0.001) & PTLD ¥
DEREL)VAIZHRTTH o Tzo RWFIEDH31990-20164F & BRI DIER 64,539 L 50 HR E LD, T
TDORF =% A 720 BUBEOBAEE S &N DAY —LREFTOMBTTH L Z L, Ek»r5D
WMEEDEVOFER»D LK,

UE»o, UCBTTH D K+ —»55 OBHE L [AFEIZATG - RIC O K IZ, EBV O FiE AL,
LPDFIEY A7 »3E< %50 UCBTHBRSFHIEV AZRFLLD D200 TIRE LIt~
M CofENTiER I Rz D,
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CQ3 : UCBT % XM R REDREIE ?

(HERE)

BoAiit% 100 HUN O BRI FF—Y — R L HRTEWMER DD 2 25, 100 HUEIZFE%ETH 3,
77 LGHRICT X 2 BSIDSER D %\, HFFIFMICIZFRIEO MM 2 Ik s, R AT 2 L
RS 2,

(fgsn)

Parody 5 ' 1%, X4 YOGETHO VY A k) —F — X O fEH <, UCBT#100H £ TOH
I T SR E o F A2 8 FE SR FE A% BMT/PBSCT & D & B2 o 72 (£ 1 £ 1121/1000 patient-days.
14/1000 patient-days. P =.04) 3, &7 0 —7 v 7HHF O & FE A4 R IZUCBT T64%. Ik
BMT/PBSCT T53% & BRZEIZ Lo 7z L% L7z, Linder 5 ™13, KE D 2fE#% CEME S iz 57
HOUCBTREFEZHT L, BPIE17T9Z Y —FD I 582 ¥ Y — K (414) 25HEEGIETH -
720 BSID29ZTAl =¥y — RERDBE L, I B2 Y — K (54%) ZHOFIRY 7 — 7 VB
BSI(CLABSI) T® - 7z, coagulase-negative Staphylococcus (21 = &Y — K, 9 % 171 CLABSI),
Enterococcus. Enterobacteriaceae D3  BE 23\ &4 L 72, Ballen 5 212 & 2 CIBMTR @ & —
ZEENTIC & B &, 7T DGR ORYYE 2 UCB & MMUD THEIZ% L (P <0.001), 77 LM
JEYE IX UCB TMUD°MMUD & D $ HEIZ% W (P <0.003) &£ DFERTH - 72, Yazaki 5 '™ 12
X Z2EANOFHMMANY 7 32y b7 —27 D F — & 23624 (1997-20054E) OEHTIZ & 2 &, 100 H
T O REGYIE O R FEA R IT/N R T 1% (95% 15 B H 8-13%). B A T21% (95% 15 #HIX [ 19-
24%) THolzo ETHoLHMIEIISTEY —FDI b, 74% 137 7 2BHERICL 2D TH -
72e MAT2HEBICE 2o 12fizg 12374, NET24, 40y — FROL N, 7T LIGHHE.
PEMERE & DIT50% T o TH o 720 ZEEMHT TR TIXRBHIFERBRIVE Z&XTEOFEL ) R
7 RFTH - 72 (HR 2.05, 95%[ZHEIX [ 1.68-2.49; P <0.0001) 25, NERCEHERLRATFL L LR Lo
72 (HR 1.32, 95%{E X[ 0.81-2.15; P = .27), Takagi & "> I3 ¥}Ei% TR D 4454 O UCBTHl %
& 7824 (f%PBSC « BM 1224, JENML#%BM 215 4%) OFSAEE BSI Z#HT L 72, Hif% 100 H LA
D BSIFEIE 333 %4 20 M HY & 472 383 BEAEH 380 (99.2%) XAl T - 72, UCBT#%BSID 100 H £ T
D BIEFENREF1E 50.6% (95% (5 HEHIX[H 45.9-55.2%) T, IfL#%PBSC/BM (28 7% 95% 18 #HIX [H 21.0-
37.0%). FEIM#%BM (33.5%. 95%(EHHX [ 27.3-39.9%) & LR TE . $EEFENT TUCBT 13 BSI ¥
FEOFREL ) A7 HF & L THIH S 27z (HR 1.76; 95% 15 HH X [#] 1.40—2.22, P <0.00001),

CQ4 : UCBT#IXEREBRREDRKEIE?

(HERR)

UCBT# 12 B MR OREITid, HLA —BULZ F F — & 0 b 23 BB R YUE O & HHEE 235w
23, ZNUBETRFAETDH 5, HFRRIICIREOFREE L SIS, BIITAAT 2 2 L 2 HEE
T2,

(RRER)

ARA ¥ DL FEHRILFAME 7 v — 7 (GETH) 1T & % &, 34ERFS £ TORBEAERITILETI12%
(95%1EHEIX [ 6-18%) TH . UCBTHE L IIf%BM « PBSC R+ —#E &L ORICEREZ RO Lo Tt
LR U7z, UCBT B I32 BB E B EHYE (invasive fungal infection, TFI) 12 4 H1 44l A3 day +100 BLH{T
IZHEIE LTz 28, FEIM#%BM « PBSC FF—Tl3254 %114 &, BIERYZERICREHTH o 1:
(P<0.01)', Omer 52?2 Z<H%F 2—% v VIREHIED 271 L ORFEBIEEE DIFI 424, 51
Y — FIZOWTHT L, UCBT 214) BZEELRIE) A7 KWF L %6 L v o7z (HLA —3Uliik F - —
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ZRIRE L THR 047, 95%{EHEIX [ 0.13-1.65. P =0.24), Girmenia 52X %A £ Y 7 GITMO
I & B LRI S a4k — MFE T, BRESNT 1,858 L ORERIHEEOWEITICL 2 L, B
fE4% 145 0 BARIFI FIESHE 13 UCBT T 17.32%. HLA —EUfL#% K F — T4.60%. HLA R —Zfx T
8.18%. FEIM#% K+ —Tl11.77% TH > 1:o SEEMHT CHABKREL (040 H), %M (41-100H) T
IZUCBTIZIFID Y 2 7 [H{F & 7 5 (F M ZFNHLA —3UL#% K F — 12553 % HR 254.60, 4.64) Z & 28
RENT, EHITHRE(101-365H) TIE ) A ZRF & %6 % h o Tz, Sauter b 'V IZMSKCC Bl
TD 724 D ATG IELEFH O double UCBT BEH QT 21T o 72 & 2 5, 134 CEHREIRYYE = FIE L 72
25, 95 104 13BHEE 30 H AN O FRIE TH - 72, Montoro 5 2P X A =4 ¥ O HEHK TDOMAC IZ X
% single UCBT 205 % O fi#t T, IF1 2348 44 (23%) TS56[HIFA L, RIRBEGRE 2342 4 T, BERERR
QUEN 144 TRO b, RIEMRIRBEEIIEOSE Sm W 2 & i LTz, SRIREBGYE D 90% 13
BB 7 2 — VXV ARE, BERFEG D 86% 13 4 v ¥ X IMIETH > 72, — Bejanyan 5 71X UCBT &
MSD 2 & OBl CHAE R O R 2 5k < B2 29 H 2 5 1 4E DM O BEAPHEE Z g L 72 & 2
5 HERESE I THRZ TR T, 61-180 H DHIEZMSD T 1.0 per 1000 person day, UCB TO0.1
LUCBTU LAERITD L h o 72 (P=0.02), Spees 5 *¥ 1%, Duke K2 D/NEUCBT £% 8244 @
R T 7 ARV ZREIT & BIETERDI1995-2001 4ED 8% £ 5 2008-20144E 13 <1% & HREIAET
L (P<0.0001), SFEPIEEOHMES &IFRIROEEZRR D L2372 2 & 255 L HEH S s L
L7z

PEXD, BBl 2B UNOIFISHRIZHLA —BUMZE R F — L D 3 ERICEETH 22, 1
DREIRFAETH 2 2 &0 RIRFEERGYED L W Z &L 3R E W2 2,

4. Zoft
(#e5m)

D FF—25 OBAE L LR TEPHE B OWHREME S SE S N TWDE b D & LT, fiEHHE. h
EARES HHE Z D B2 25, SHICIEBDIRONTE D, S 5L IMEEIRBRETDH 2,

CQ1 : UCBT #Hi&HHE DML ?

(HERR)

FEFVERRE AT 28 O FERESHE 1 3M0 B — & TR 72, FERHD « FEIR - IHESE 35 7
5, PAZEMEMSRAE R O FRESE 1RV, O F AMEITIHIM OSE D% W & OMENRDH 5, TNHD
% ZBIcB 0o, JRKMREBRD 1 OITHY) 2B FEES 2 2 L 2H#EET 5,

CRRR)

5 F& M 8% E 1L I 48 (cryptogenic organizing pneumonia) & # Wi # % HI o & HFIE & & 5219
Nakasone 5 2”12 & % [E|Y TRUMP 7 — & Ot CIE Mk PBSCT IEFEHE ) 2 7 T & % D, UCBT ik

BUREVAIZRFLEE L > TO0RW, HliE2 5 OME T, MO FF—20 5 OBHE & A THIEE
REHA S F N 2 & 29 SERMERR R Rk 2/ 2 & 2% <. BT 2 BE 2B 2 &2 7 L osi sy
INTW5,

Fﬁﬁ%‘l@"ﬁﬂi% FTRIZ, HROV IR N ) —F =& & H 7z case control study T, HLA —ZXUfi#% BM
R 9 —12% 3 % odds ratio 2% 2 & M#HT T 0.26 (95% fF X 0.11-0.58) & BRITEPHHE MRV (P
=0.0011) 2 & 2ES L TW2 2,

O & AR H I (diffuse alveolar hemorrhage) I3 Majhail 52" I 2 Y XA RED 7 v —T12k 5 &,
180 H BFFAERI1Z, UCBT T7%. HLA—Z[AfE F F—T8%, HLA —BUEIMi% F > —T6% L HE
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EEROU ol EME LT, —HRUL I A Y ZRED L, RG22 & © THTT 2
& . UCBT X PBSC/BM & bR TEHE RN CHREICHRIE D A 7 25820 - 72 (HR 2.08, 95% 15 fHIX [H{
1.16-3.74; P=0.01) >,

Konuma 5 '"” 12 & 2 TRUMP 7 — X Of#NTIC & 2 &, KR & SICR At 1 O NRM IR T 12
HDHDOD, FHEHHEDITETIZE D 2 EE131998-20074E231.6% TH 5 DIZRF L, 2013-20174E 1%
22% ML T Wi Z E RS AT VW3

CQ2 : UCBT#ABMHIESHIEIXS WD ?

(HERR)

HHV-6 BEK S DBHE 3% W2 ik D, HLA—BUE K+ — X D L Wil sd 225, 2
DAL LI DB T OBNTAERIZ X > TV 5, IFRRNICIIEORREM 2 &8 ik = BT A
T35 EERHERST D,

(fEER)
Kishi & ¥ 13 2 3% T O RIC B A H 35 232 2 h S fif s BT FP AR AR R A OHE % 18 % TBIZ L
HFET CUCBT AR L Y A ZHFTH 5 E#Hids L7z (odds b, 14.5; 95% FHEIX M 3.7-56.9; P <
00001)o Balaguer—Rosello’”ozz‘” I, A A ¥ D La Fe KR Pe L% D UCBT 343 4. HLA —3([F]
fg K 7 —3664 TCNS ﬁzdvr AT L. 54E 0 BFEFHEAERIZUCBTH£ T8.2%. HLA—EAE K F —
T1.7% £ UCBT# THREIZ% < (P <0.001)., UCBT# CEEEYIE. ¥ A /v A EYYE 2SHLA —E
FRRF—IDDEEIZELL (ZRZFNP =0.002. P=0.003). HHV-6 {4 25UCBT# 7 A )V Z &
UEIZH 64, HLA—EFAR FF =2 o 0BMBR I AR 1A TRE LIz EME LT, ATARS ¥
DSR2 b, 971 4 O FEBHEEE (HLA—3 A K > —4674. CB 3814, HLAYAE K F—
744, HLA—ZOEMH K F — 494) TIFREGMEMRES DRE 120 W THEIT S v, 2R T132412149
(153%) o b, SED BEHIERITZ13%,. HLA—ZFA 2 5 O A T 10. 8% L, REER
F — 225 Tl 153% (UCBT# 1% 17%) £ BREICHIESE 0355022 72 (P = .004), L EENT TRE
R > —offfH (HR 1.7; 95%EHEX M 1.12-2.3; P =.009). 4E#>407% (HR 1.6; 95%&.?&1:?'3 1.1-2.7;
P =.009). SMEGVHD grade II-IV (HR 3.3; 95% 15X [H 2.2-5; P <.00001). extensive X A 718
GVHD (HR 3.2; 95%{EHHX M 1.7-5.9; P = .0002) BERE L Y A7 KT TH - 722Y, Narimatsu 5 ¢
134 R HLIX 8 fiE%  UCBT 77 % O f#HT T4 100 HMW@CNS/\{#F X 13% CTHIE L., BM*%
PBSC 2* & OBtk L b CTHAE 22D v LS LTz, —F Kageyama & 771%, B 7234 0
[FIFEAS A (63% DSUCBT. 23% 25JEIMA#%BM. 14% »31#%BM « PBSC K - —) TEAHTZ 100 H X
WO R CNS A OHE Z ##8T L. 1384 (BRBEFRIEHE 19%) TR D 72, 56 41X HHV-6 BE CNS & T
Holze BEICNSEDHED ) R 7 HFIZB 3 2 L &#T T, UCBT 23— B R XK FTH - 7z (HR
3.59; 95%1EHHX [ 2.26-5.70; P < 0.01), UCBT T% N4} & bR CTHEIZEE CNS & HHE D SEFE 23
% < (UCBT# T25.5%. UCBTU4T7.9%. P <0.01), JEKHITIZHHV-6 B CNS % & & JF AR
BAG BSUCBTRICERIZE» o T (FF NP <0.0l. P=0.03), %Dt E (HHV-6 L4t D JE G
fiE. BMIM/AE PR, PRES. FEAIMES) XM CHRZIXRD L1257z, UCBT£IZ HHV-6 B:# CNS
PR OB SEW 2 L BMEBORER > LG S i Twg 742728

M EX D, UCBT#CNSEPHEDTHLA —EUlfk K+ — X D %<, Z0FE T 2 JEKIZHHV-64
HEETH D EWVWZ D, HHV-6EYE TN 3 2 JAHTEE O FEl 1% H ARSI « @ik
DEIMMRBMET A K74 Y A NVRBEEREDO FB L 1RE HHV-6 (20224E1 A) | # R iz v
(https://www.jstct.or.jp/uploads/files/guideline/01 03 03 hhv6 02.pdf),
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V. BAKR

REEREMER Mm% (AML)

(HeEm)

FEPREE « REEAMLIZEW T, HLABEAFR W W& I1x, JEMZF BMT - PBSCT H L
CIXUCBT 2S1RHGEIUR & 7 5, JEIM#HBKBMT & UCBT %tbﬁxbt%ﬂﬁﬁ@ﬁﬁnf iZ. UCBT 23%°%%
LEERTH D 12 UCBT D), BT FHRAMAEAML CR1IZK $ 2613 & D EEICHE S h
T &1z, HAEIM « RBMIREEEZDOTA R 74 v Tk, FHRAREAML CRIIZH LT, HLA#
A Y. HLA BA IR BM « PBSC. UCB W3 41 S (standard of care) & S LT W3 238, T4
A AMLIZ B W TlE, HLA#E A MY & HLA @4 JE I #%H BM » PBSC 23S 12xf L T, UCBIZCO
(clinical option) & fZERIF 5 TWB, —H TUCBT DEAEIZER E & DITHEFRITEEL TVWL 7,
AFIZ mm:&@a)UCBTmﬁmHLAL JEMAEBMT & Q% TH H 5, HLABEA M K F —
PDOLWEHEIZUCBE R — &322 LIET0ERSNTRY, BT, BENA VR ZBEL L,
JEIM#%BM - PBSC(DML =T 42— MR TEVHEREBWICHRET SN ERETH 5,

FEAMLITH T BHILE L LTI TBIV Y X v, FHZEWN CTEN T MR 58S S tCw 5 G-CSF-
combined Ara-C/Cy/TBI 23)i & & LTy 2 10019920230 - oo i) i3 AR R M TH - 72 Bu
VYAV HWREDINEA, TBIVIR VEEET LI LUFEDALNDE LI L >TWE VY, 554,
TBIV Y X v & OHIRMET BB ETH 5,

CQ1 : AMLIZx$9 % UCBT RiEDEIG & ?

(HEE)

FAEPHEE - RARBEAMLICH LT, HLAGBEAME K F =230 L WHAIZUCB%Z R —& L C#
KT 22 LIFFYTH 3,

CFEE)

AML CRIIZBEWT RF—FOHE R =L ULHZ IR L 22480 RRBRERE LIz X4 7 F
)Y AT, FHRPREBEELTFRABBHOVWTIIIBVTO FF—FOESFF— LELD HOS.
RESMENT WS Z L 3RE S nTH D 2 FHDMEE - RREEAMLI ’ﬂl,f X HLA J# A [ fd 23
WALIXCR] TOFMEBHEMIHERE S LTV S, HLAEAFR-E S W Z WIEE 12, FEMBEEBM -
PBSCT b L < IZUCBT 235EEHIK & L TIRMERIZHT S ATV 5, 2001—2010@@!%3 s s nrzdE
M#&BMT & UCBT ZlLER L 72 7O DWFZRD XA X 7 F Y ¥ A2k % £, UCBTHIZEWTAEBRERK,
NRM 255 < [RR = 4.27 (95%ZHHIX [H 2.94-6.21), RR = 1.27 (95%{EHEX [ 1.01-1.59)]. HHRRIX
[[% ¢, LFS, OSIZUCBT CTIHIM#HBMT £ D 1RV & DFER TDH o 72 [RR = 1.14 (95% 15 FH X [t
1.07-1.22) , HR 1.31 (95%EHHIX[# 1.16-1.48)1%, EHN® TRUMP ¥ — £ % i\ 72 UCBT & JE 1M #%
BMT & DEEIZ X 2 L. 20054E % CIIBE S N BEEZRNR L LT Atsuta 5 ' O#E Tk, AML
BATIIUCBTEHETNRM 3% <, OS. LES2MEW L DFERTH o 72, Z Dk, 2001 ~20104E 128
S N7 BHF Z XS E LT Terakura 5 P O 45 Tld, AMLEHZ 2B W T, HLA 7 LV vid& (8/8)
FEIMAFBMT & T, HLA 7 VVAREE (7/8) FEMAABMT EHE DO OSIZHERITIE T T 2 DITx L,
UCBTEECHEARTIETERO LN Loz 2 EDRENTWS, UCBT @F"ﬂ%ﬁf‘aﬁ LEEREE
X OB EI O NRM TR & & HITHERITWEL TE D7, BRERIZE DFMis R T > Tw5
FUITHER LW, B Tl TH 2 23, FEMBEBMT & D @EﬂLUCBT@Wﬁm L CB»H
T2EWGVLAIR 2R 28 R 7 & BENS D L EBEHRE S T\ a 923, —F EREE S
Bl £ COMM % FE U 72 ERRIE 24T 128 W T, UCBT 233E1#% BMT & L Lf%”%’% LHEER DR
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ENTVEY, ZhETOMERIZVTNOBIENENT CH D, BERIRSBA G E, AH - fEik
I ZE L & OFMEIIRE TS L0H, RFITB T 23044 O UCBT it 1+ HLA # A IE M5 BMT & 4
A% THD, HLABEIMBE R F =20 WIHEIZCB% RF—E L GEIRT 22 L34 TH B,
2. BEANA )R Z7EET L, JEMBEBM - PBSCO RF—a—F 4 72— b 2 TR WEHE IIEBG
TSN RETH D, Tb, DERBHEMSAEEL K — & L CMBHLALEER R F—,
IBHIRKE Cy & GVHD FB5 & U 7%k HLA -4 24l (PTCy-haplo) 2ENSCRHEIZE LT
W3 Y, KEBMT-CTN 2B CTHEME S A7z double UCBT & PTCy-haplo @2 =40 7 v & n AL LG
ek, ZEFHEEHE TH 2 MEEAGHM W CERLEZ I Lo 7225, NRMZ 5 FIZ0S 1T
B L CIEPTCy-haplo D F B R ICENFERTH - 72Y, ZOWMETHW bR BHETLE X,
PRI Z AR & L7z Flu+ Cy + TBI2Gy TH V. FUHBIRITEREI KR 5, BERE 1725 < OFERI A
BB CH o 7205, MLV TEVEEELLALNTED, AT OEMIKLER L 2B H S
. FEROBIIZIZFEELIDETH S ), EWNOTRUMP 7 — X W EME AML 255 & LTz
UCBT & Ifi#&HLA &304 & O B TlE, OS. LFS. NRM, FHRIZ2HM TERLRZEZ L 1o
TEHESATVE Y,

CQ2: HHAMLICXE 5 UCBT 0 EERIERILE (& ?

(HERR)
A AML ~® UCBT @ ZE# HIALE 1ZHET L TV W,
CHERRY

HRKZEREESEHT 2> 5 G-CSF-combined Ara—C/Cy/TBI % B ALE 12 W 728 41 72 UCBT JRAE 23
BRERE S U p 10019023080 LHEERETN S RFZEIC BV T D Z OE WA LB IEBEE S
TH D2 AMLIZX T 5 UCBTHILE & L CENIIAS HR L TW5, TRUMP 7 — & & W 72§
ALiE D R IZ X % £ G-CSF-combined Ara-C/Cy/TBI# TH B I IFHERA: 7 23 47 [HR 1.57 (95%
EHEXR 1.17-2.11) ], NRMZn& 22 Z & % < [HR 0.86 (95% S HHIX [ 0.44-1.68)], HFHE
Z WA U [HR 0.45 (95%A5HE X 0.21-0.95) ] & iy 7 77 5 R AF [HR 0.52 (95% (5 HEH X [H 0.31-
087D TH o7z 2 EDIRENTVE P, D K F— Y — A TEHER & S T 5 Cy/TBIIZ G-CSF-
combined Ara-C % LT 2 A ) v FAURENT WS 25, #HIGEFEOHE T &S5 L ML HE
TH»H, £72Cy/TBIZH VI UCBTDAERIFIMETE 2d DT L, BN TCy/TBIIZFlu
RAraCEHAT 2R LA BEA TV S, B, EMWITH W TAra-C/Cy/TBI & G-CSF-
combined Ara-C/Cy/TBI®D 7 v X ©MUILEGABR 0 HEIT L TE D 27, 2 OFEHRICHIEH L 72w, non-
TBIOMACLV Y X v & LT, i FF—Y —2TIH S LT W2 Flu/Bud & Bu/Cy % w72 UCBT
BOWTEWEBRERNHESNATE) 7Y non-TBIVY A v ORINIFEETH 2 LH1H 5,
— T, EAEEFERDOnon-TBI VY X VIZHEZMNZ 5 2 L TRIFREBEOLND Z LAVRENT
W2, EWN2 5% Flu/Bué iZ{EH & TBI (4Gy) % Mel (80mg/m?) %N L 723577 ¥k icB v T
' Flu/Bu3 (2 thiotepa & ATG, Flu/Bu4 |Z total lymphoid irradiation, Bu/Cy |2 Flu Z 801 U 72658 7% & 23
HAS N TBIVY X v E[AFEOEBZERIHE SN TV B, FluivBud/Mel VP X v i%, LK
i lE OIE MY EHRIER TN L CHOENTIREREE R L TE )P, BFEEEO CEAN TAHE
IZEFRLTWS, 4%, TBIVY X v & QHERANPSDBETDH 2,
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2. 2l rAEAMmE (ALL)
(#eFm)

ALLIZ3 9 2 UCBT I3, EWA 2 6 S HEE S L TH D 2292 HLA — Bk F F — RIE K
DRFRF—LLTHYLEZLNT VD, 20184FICEM S N7z ALLIZH S 2 [AEBHO FF —
Y — Z %A% BM/PBSC 2321241, JE I #% BM/PBSC 25215, UCB 232124 & 1Z XA TH 7 L
T\ % (Hematopoietic Cell Transplantation in Japan. Annual Report of Nationwide Survey 2019. The
Japanese Data Center for Hematopoietic Cell Transplantation/The Japan Society for Hematopoietic Cell
Transplantation) .

FF—Y =2 TOUCBOLES T IZES o7:d DF %<, HAGM » Su@igsEs 2 ALL &
ARIA4VIZEBE, Y AZ ALLOCRLIZEWT, HLAEAFN, HLABEEIEMSG K- —. UCB
& 1S (standard of care) & %o TW 2, HLABEE K — & UCB @ RIC T LGSR T3 HLA 2
BEFF =05 OBMHSERICRIF X DFS Z/R L7225, ALLIZHRo TOREBUIM b 2Tk iw?,

FARRT O BIALE & L C TBIASRARH & 1502922245290 JE T H b % < IV b 12 BAERTL
BLRoTWD, FRFNLVY XY EOEZEIARHTH 3 M,

CQ1 : ALLIcx$9 % UCBT RED&EIT 3 ?

(HERR)

HLAB AN R F =0 W&, UCBZ FF—E L GEIRT 22 L3R4 TH S,
(fgsn)

Zhang 2”12 & % 2001-20104F DM IZHE S NI TODOHEDO AL 7 F Vv 2Tk 2 L, AEAIM
953,389l &R T OMENT Tl AEE ALK, IREABIE TR IZUCBT 3 MMABMT £ 0 E< [Z4
ZARR =427 (95%ZHHIX M 2.94-6.21), RR = 1.27 (95%ZHH X [H 1.01-1.59)]. FHFRIZ[F L% T,
LFS. OS!3ZUCBT CIIMHBMT & ) &RV & OFERTH o 72 [RR = 1.14 (95% F XM 1.07-1.22),
HR 1.31 (95%/EHHX M 1.16-1.48)]c L2 L&D 5 ALLDADY 7 7 v— ZHr Tk, UCBTHEODAE
BEALHE (RR = 1.57; 95% 5 HHIX[H 0.34-7.26). 18V GVHD & HF3 (RR = 0.84; 95% 15 HH X [H 0.61-
1.17). TRM (RR = 0.85; 95% {5 #H X [#] 0.65-1.12) &, FEIMAHBMTE L { LRTHEEZEF L5 7,
FOHBDBVW DD NV—TBALLIZKN T 2 UCBT DR ZHE L Twb 25, Mo ) —
LA L DFERTH %, Ferrab P A RA v D 7 v— Fid. 13[ER AT T 14961 D A ALL B 12
2000-2007 4F 125 f# S 2172 UCBT 6244, URD 87 Z DA R T L7z, 24Uz X 3 &, 54£0S. DFS
I HE CHEZEIMED o T2 LR L TWw 3, Marks 52 12 CIBMTR @ ik A ALL ® CR1. CR2IZx}
5 2 [FFEFSHE 802 & D BAE Z fRHT L 72 UCBT 281164 & £ 1. JEMAEBM « PBSC R+ —22 5D
fi L FLRT, UCBT#IZERE oMM E . grade IFIVAYEGVHD 34 % <, 18 GVHD,
FFR, TRMIZ[@% T, 34E0SIZUCBT T44%., HLAS/8 —E( K 7 — T44%. 7/8—E K F —T43%
EERZERXL» o7, EBMT 2256 CR2D ALL (185% A k. T-. B-, Ph=&TEHL) TN 2RF K
> — MO WO KR M E S A7z, UCB 10461, MUD 28141, MMUD 125%l. Haplo 10561 T
H#R L, 24F% D 0S. LFS, H¥ %, NRM. GRFSTRTHA% L R TH - 7220, EWNH 5%
Nishiwaki & 2V 31998-2009 4F 12 F2HE & 1172 Ph () ALL 12X 9 2108 K F — 2 5 O BAE 1,726l % %
FARMIZ AT L 72, single UCBT 233 #lFF CR1 TORAEBI 956 Tix, 44E0S1%57% T, FEMAzHRA
R+ —(4344) 25 (64%) LEERTHEZII L2 - 72, Bl Kako 5 *” 1Z Ph M ALL KA 327 %
(8/8 UBMT 163 4. 7/8 UBMT 9844, UCBT 66%) ® TRUMP ¥ — & % fi\WC, CRIZEK4»H%T
DR UBMT &, 17 HZOBEIIUCBT & % BRRIEB 2 2 W T L. BRBUCBT & 0 1+
B UBMT @ 5 23 1T 72 outcome TH % Z &, UCBTH% D NRM 2MEJE T & AuE, FER 0I5 &
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HMELTWB,

Hangai 5 > 13 [ N @ AYA % (10-297% ) @ ALL 1,386/l (UCBT % 596 % ) @ & Aifl ik A% % fi# 7
L. -9/ D/NREEZE LR THERICRETIED 2D DD, S4EO0S 2364% (95% 51X [ 60-68%) .
TRM %319% (95%1ETE X [H 16-22%) L & L TWwW 3, EBMT 2 5 b AYA L (15-257%) @ ALL
#1297 %1 EME L 7: MAC UCBT D BB 23555 S iz, 34E0S1344.8 = 3.1 % T, AML (34E0S 45.2
+37%) ERTHERZE 2RO Lo 72 (P=0.69) 2,

Tanaka 5 %1% 50 5% DAk 0 &M A% B 123 2 UCBT. JEIM#E K 7 — (8/8. 7/8—3) & 0#hi
Bt % FLEE L (ALL 232 L2 018%. 19%. 16% & 4 5). fIER D 24 0S 1Z HLAS/S — I I f5
R 7 — 49% (95% (ST X [H 45-55%) . 7/8 —3 K 7 — 38% (95% fZHHIX[H 32-45%). UCBT 39% (95%
EHEX I 34-43%) & 88 —FIEMAFK FF —CHEICRIFTH D, ZoRBIZFEERIZEDL S FHEET
H o125, CD34 FMEEA>0.84 X 10° /kg D 2= v b & GVHD FBhiz CI + bl % {HH L 72 UCBT i
8/8 —EFEIMARK K 7 — & Ll U CHIIEIZ 24E OS X A& TH - 72 [24E D FIEL OS 1: Z 11 2 1149%(95%
{EHEX T 41-58%) , 49% (95% fEHHIX[H 43-55%) ] £ #His L T 5,

K[EBMT-CTN 1101 55k & L TEEJi S 7172 double CBT & PTCy-haplo @ 5 =4 7 » & A {LEL#GER
Brcix, FEFMEEE CHh 2 MM EAGHMIIMBECERLZI L 572205, NRMZ 5 20812
B L CIZPTCy-haplo D 2ERITEN ZFERTH - 129, AWFSIZHIEE S AML BE T, ALL X
HTENZEN1T%., 18% TH D, ALLIZIRE> COELIIRETH 5,

CQ2 : ALLIcX$9 % UCBT OE#aIALE & ?

(HERR)
ALL ~® UCBT O @A LE IFHEL S TV W,
§: 57y,

ALLIZ% 9 2 UCBT @ BiALE 1Z. B O#HE T TBIDBEE 3% & 7t o TN B 150299, 242. 245240 75
non-TBI %% < W 2 JEi% b & % ¥, Mitsuhashi 5 ¥ IZ TRUMP 7 — &% % FlW TR A ALLIZRS %
MAERTALE & LT TBI/Cy. PlkBu/Cy. ivBu/Cy Z{2 5 fIVIZHELL 72, UCB 342,130 D 5 5
397 ZEENT Wi, ZRITE B L, 24E0SIZENZEH69.0%. 55.9%. 71.0% T, %ERMEHT TH
it Bu/Cy 1Z OS 23 TBI/Cy & Lk R THEIIE T L, SOS DAPHHE 22> 72 (HR 3.36; P = .030) 25,
iVBu/CYy ZBERBEZRO L o7z 7. ALL 3144~ ® RIC/RTC T ® FM-TBI, FC-TBI. FB-
based (FB+TBI 2> FB+Mel) ® 3D RIALE Z B L 7c 5 ic L 2 &, VI X VITX 5 TOSITENL
W EBHEIRTWSEY, DEXD, ZRETTBIVY X Y HEH SN TW3 2, FLU, ivBu®
AL Enon-TBIVY AV LR L, TBIVY X YO L BN EZRTT—RIZZ LW,

3. BEARMEM
(H5m)

TG IMAREES [ U CREBM 21T 5 %6, BEILEOXRENIZVvY Yy b ) VY sBREZHPHI L T
2 FRI$2 2 L LBMINCUREESEREZ TSRO T I E LT 5, L LEHERRMERIMIZ
XU CHBEBHZIT O BEIC3BEE2EE T 2HEZT TV, —H CHAERRMEEMIZN T 2B Tk
FRIZEIMBE DR WEZIZBWTIEMO Y 2 7 85EmW 2 L3I L N THE Y P, BIRTLE TWLHIT Y
YY) URNEREIH T 200 EE L LS, FFIZUCBTIRZDMD K+ —Y — 20 LB T 5
LA I VIEMO ) A7 2358\, WALV Y ) Uy SERERIIHIT a0 L v HAe K DEML
T, BEFILEOMS LI LS NTS T,
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TBHBED & O ITHEEAREMEEMIZNS 2 UCBT OBEERE IOIER L), BEEZHEL
T HARNBEEMEE 2B CGHY) 2k, FEME R F—2EFEL ZWEEIZTIZUCB% K —
V=RLT2ZLETHERBEINATRY, FHFIZBNERZT &GNV 27 FF—oRMHII KRR R F—
A—F 43— M EHFTRWIGE BN IR SN RETH 5, HFHEN LB TEE CIEMBE R
F—LUCBDEDL L HEIRTE 256, HilA SRR LW 7z B R C O IEME 7 Hig 13 8 L
Vo L LARBTOBIROMETTIIA T & D40 ETIZUCBTORIED H3% > THH, %
T2/NRITR 3 2 JEMARE T BMT Tl HLA —BULGE B &£ B2 WREME L A Tw B 720,
BB & CF405% 0L ECIEIME K 7 — 2 & ORI A A BE L85 & 1T IX UCBT 3R S uzn Y,

CQ1: BEXRARMEMICX T 5 UCBT DEBFRILE XD

(HERE)

Flu 125 mg/m* + Mel 80 mg/m*> + TBI 4 Gy V' ¥ X ¥ 5, FRIZH ABAEARCEHEMEFIINT 2
UCBTHILE & L TAPTHROAVLENATWT, RIFZREI R TE %,

(fEER)

AN B W T19984E~ 2006 F 12T b N T: AR BEMEIMIZA 3 2 UCBT UNREERF &, n=
31) TIFAEERS54.8%, 24208 41.1% E WIHFFETH D, BHETLER TIXERICE T2 BEBUZ
DN D35 ., Flu(90-250 mg/m?) + Cy (50-100 mg/kg or 2,250 mg/m?) + TBI (2-4 Gy) ' ¥ X ¥ #*
Flu (120-175 mg/m*) + Mel (80-120 mg/m*) + TBI(4-5 Gy) VY X v ZE L Z DD L ¥ X v & IR
LT, ABEREIZEDLLLRVDDDOSHERICEIFTH-1:2?, BBATGOFHIFIFHRARKT &
Lo TWIiz, —h. 20024~ 20094F £ TIZROMRPE I TIT b 7z 12 A R A AR REE ILE
FIZOWTOHE T, Flu 125 mg/m* + Mel 80 mg/m* + TBI 4 Gy V' ¥ X » % HijMLiE & L CUCBT %
fToTWTzh, IR 2RMEEREETHIATORDT:H DD IE0S 83.3% & IEH 1T RIF 7 ik
THo7:%, Mel DFHEL EXMIEDZEITHELOLd LK, TRUMP 7F— & % T 2002
Fr 5 20124F F TITRABARNRMEE M EH 126 L TT b7 UCBT & FEMAEE [ BMT O BiAE %
Lol U 7:0F %2 Tk, IR BRAE A5 SR 1T UCB THLA 8/8, 7/8, 6/8 A JEIMA%BM & D HRIZE L OS D
Q/8HAIEIMMEE D DERITE L L VI DD THo7T:h, 34E0S 69% & BHTD F— & X D I3 UE IR
DHLNTWIZP, SLIT40BAMICIRET 2 L, OSOBREEFMHERL TV, 2L TIOHEI
B2 UCBTHILE CTIX, @HEARESEEMISST2BMBILEDX—FI7 v 7 Edn2 5Cyid
UCBTEZEMOAD S £65% CHEHASNTE 5T, 72 ATG/ALG/alemtuzumab 13 96% T & T
WEDPoT:E WD ZTEDREURMEZTZ 2, ROMPRBEDO VY X v 2348% TEH S LT Wiz & v
STLETHY, MBNIZZOVIAYOEMMEZRHTIHMELEZ2,1d LAk, 272 LB
225X UCBMA D Y — 2 L AIBEDRTE Z W T ORI IMESNTE D, 77 Y 2DMETIZFlu
120 mg/m* + Cy 120 mg/kg + thymoglobulin 5mg/kg + TBI 2 Gy % BijLiE & U, 4FiinH 2 16 7% (HiFH
9-23%) &\ ) FEHVWEHARBEMEE M EE 26 AT UCBT 217w, 475K 88%, 14E0S 88.5% & W\WH B
FRBETH - 725V, EMNNRIZE W TR, 199845 5 2013 4R 12 E M S Wiz /NEEAR B
A 27 NMzx$ 5 2 UCBT O 23 TRUMP 7 — & % F W CR#T S 41, Flu (120-175 mg/m?) + Cy (50~
100 mg/kg) % 7z 1% Mel (80-120 mg/m?) + TBI (2-6 Gy) (ATG % L) V' ¥ X ¥ Z Wz HE (N = 11) T,
S4EOS, FFS & HI2100% & Z DD vy X v MR & 7z (N = 16) 1T AT RIF L REI VR S L
TWs>, kXD, ENTE LS HWSNTWSFluMel/TBI V¥ X ¥ % FilLiE 127z UCBT 125
FoREP R CE2BMAREEZ LN, OV Y Xy L ORIA S EFZLRIZfTbATHZRw
ZELHD, FHIEEHITBWTFIWCY/TBI £ ATG VY X ¥ & O HBIZSHOMRETH 5,
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4, BinE
(i)
g L, BELARERREORERITEEF L) b, FRARRTFZHE T 2EG 255 VA,

NRM O & O A58 < . AR OB IZME I ICRE S v b, mlpEE IXFEE S @i o 72 o ik
K> =B o 2EID TV, BEKONICWEZUCBIX, HWEXFF—Y—XLLTH
HT® D, 20184 DEPTD 60 L EFH O FIEBAE 2 HIT3 § 5 UCBT EMEE & 1342.6% &
<6075 (30.9%) & D ¥ iH W (Hematopoietic Cell Transplantation in Japan. Annual Report of Nationwide
Survey 2019. The Japanese Data Center for Hematopoietic Cell Transplantation/The Japan Society for
Hematopoietic Cell Transplantation), FAH% o [AIFE 50 RGN 3 2 filids FEE ~ O it e 23 4
$0b%572D, +2LGVHD PR EZHEL 2 2 L SFRUE LI TH 555>,

CQ1: #d FF—Y — X £t TUCBT £HEDENS I ?

(HERR)

HLA —ZUfifk R F =20 WAz, UCBZ R —E L GRERZ L II3RYTH D, UCBT o
RERF =205 OBA & LR TEAE DL 2 ATREME 23D 2 23, & TH RN RTH D, BRETER
IR LT WB Z LB ESND,

(fER)

Weisdorf & 2 1% CIBMTR & Eurocord @ 7 — & % Fi W T, 505% UL _E D AML @ CR1 D B 123§
2 [FIFERS A AR % LS U, HLAS/8 —E IRk A K — &t _XTUCBT IZ TRM 23 < . LFS. OS
PHEBIENZ & 2WRE LT, 7/8—BIMAFRA K> — L IZLFSIZFAETH 5 72, Muffly 5 »7
iZ. CIBMTR 7 — & O fEHT T, 7075% 2 b D S 1,106 % @ 24E OS 13 2000-2007 4F 26% (95% 15 #H
X[t 29%-36%). 2008-2013 4F T 39% (95% fFHHIX M 35%-42%) N EFFEITWELTWL Z L, &
BIEHT TIXHCT-CI > 3 (HR 1.27, P = .006). MAC (HR 1.61, P =.0002) £ UCB (N =58, HR 1.97, P
=.0002) 2FE TR A BITEE L 72 L& L TWw 3, Ustun 5% 1%, SWOG. ECOG-ACRIN,
CIBMTR O #:[[] 7 — & 22 5 60-77 1% D AML CR1 &35 CRIFERAE 2 SZ5E L 72431 52120 W TET L 72,
UCBT (N = 102) #2® TRM, DFS, OSIZHLA —Z[[AE K> =226 (N =107) L kR THEREIZRRET
»H o1z —H Sandhu 537 1F I AV X K¥ED 70 LD AML « MDS ¥ CHEBAE 21T > 72224
(9 5 UCBT23104) @ Bl % @47 L. 24E @D OS, DFS 252 L Z 4160%. 50% & BIFTH D, 60-69
%D UCBT 3 60 %% 70 7% 2L _E CTHLA —3[[@iE 2 5 OBMKE (N =9) L [HETH - 7z L LTz,
I X o T —E L TR WA, [ RGBT CRREFRD w2 LB e LT
EZFons,

E N2 5 1. Tanaka 52 12 X 2 TRUMP 7 — & 12 X 3 507% M o B 12 %03 2 UCBT & JE I #%
BMT & O H#EH3 %0 S, UCBT @ 24E0S (39%. 95%EHHX [ 34-43%) 1& HLAS/8 —HIEIMi%BMT
(49%. 95%AEHHIX ] 45-55%) L L XTHEIZE % (P <.001) »5, HLA 7/8 —EFE M BMT (38%.
95% 1B HEIX[H] 32-45%) L IXFAFETH o7z, 7z, UCB D CD34 flifI#1230.84 X 10° /kg PL . GVHD
FB5IZCI & A DA S LR ZHH L7 AML, ALL £ TI1324E0S I3 HLA 8/8 —EFEIM#%BMT &
b [A1%E (2 N ZFN49%. 95%(ETHIXE 43-55%. 49%. 95%1EHHKXH 43-55%., P=.74) ThH oz, %
72, EWN O %% EiFZ5E OSCTHFZE4) 12 & 2 55-707% ® AML. MDS 2% 3 % 32 ® Phase 117
BRoBEatiERIck 2L, FF—Y —2FNHIRY 2 & 1iEk K —. JEIM#E K> —. UCB T24E0S 28
FNENG652%. 67.8%. 40.8%. 24EEFS 5% N2 49.5%, 57.0%. 37.2% &£ UCB CTHREIZARRET
Holz:(FNZFHP=.0003, .0015), L»LEHBE, PSO-1. BRBOAIIRET L L, AREERR
{ToTED, RF—BPITY > COBRETRONA 7 ANEE L LHREEIRESATWETY,
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FERDE L L BI12oN T, GVHDHIEBRDONRMOD YV A7 5 EF7$ 25 Z £ bl S Tw 329 28,
R IZUCBT#2 IZPIR &P D OS SRR TH 3 LiE s i Tx D ¥V, GVHD PP % #{b L CPIR &
WEZHE ST 2 2 LR T WE S D WREE IR ENT WS, i, FHEH LD H NRM S
mWEEESEM ., HCT-CLIZINZ T X D EfEN %, SiinErE OfEIREE o il 237 B8 7t Geriatric
assessment DF FAME D it & LT W 3 20,

NRIRE

UCBT 258G & & N2 /NEHIEE QBB L LT, R RERSRE. SRMEARBEEE, BEkE
BERSEBEHR T EHB T b N5, TTHE4E, NEERIES ORENEE TH 2 REEFIEIC B W TR
ARSI R 2 JH W KIR 3 A< v FIEMBE R UCBT 254 b i, Z QIBEEES hTw s,
TN NG [RGB AE | TR R DR A SRR oA K o4 v %
SIS T v,

1. ERERETRE

EC&®IC

JEFEMEIEAR 2N (primary immunodeficiency disease: PID) & IZH—BETEEIT L D, ZREGE,
HoOEmEE, EEEE., 7V vX—, BOREWEEY ML 3 2EBHORITH 5, PIDDHE
RIVFHA T H 2 B RGN & T AT RRGY, R MERY, BIEM D 5 W IR, B R, BHIE
Wm%r?omvﬁm&&@:A%%I#&Tﬂi PID%%E5, L2 LZ235PIDIERIE L 72 & 5

WHRBEMLNOIEREEMET 22T NTIE R, [RERE] LV XD IF BRI &
LTZ22FZHIIZDLYDOH Y, HEESEEZIRD T 5 EERUZEF2HE A (International Union
of Immunodeficiency: IUIS) TR M HPEEEEE (inborn errors of immunity: IED) & BT 3 2 X
DT L o T2, IELIZ400 AL EFIET 5 235, St AillIg o S AL B R B 45202 5 TRED 10 D
Table IZHHE LT W 5 260,

Table [ HRME 0 35 & OVRME SRS O W 1T R D B 2 SR NE (A B R ANE)
Table II REBAR T R REAERE & 52 5 5 A SR A

Table 111 PURBEEAR 2T X LT A

Table IV SRPE R F R E

Table V AEMIEORD 2 W IFHERED R

Table VI WD 2 W Id AR foE B

Table VII H CRREMR

Table VIII A FHE

Table IX BB A e

Table X SRR S 2 R

[EIOZWHZ O WTIFE 123 229, IBFEERIME 4 OB BRI X o TR 225, FEARRIIZ#EY 250
H3RE 7 6 NZAEIG U CHERO TR 5 TH 3, ~Wus%ﬁﬂ+#§ii\#74wx
%J%?%W%?éb&#%WJH@%%&®%¥@%£@%@ﬁV7ﬁU79Vﬂﬁﬁﬂbfﬁ
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%0 7 VEMREE M TN, 34B T LOBEED 2 VITE IO E TFESMTbN, KT
FIIEZTORBELHETH 2, IgG + 7 7HOEHBL <V IdlHl 4 D EBHIZX o> TERZ 2 55, 700-
900 mg/dL % H% & § 227, HREHEHELE LTIRHCTH 2 WIEETFIBEETH 2, BEFREID
DSE TR E O BABRIVIE R L 2T b TR WAL, M B W T—HoEETIE T TItilMmbs
TW3HDHH D, IXRXTOIEIVHCTOHICIZT 21 TlE . kiddTable L, IL IV, V, IX D
—HBDOBEEIIRET B, L LLAHLMDTable iZHF N ZHEBITH L THHCT I TbNE Z L
xH 5, BHATLE L L T2 TEIMACBMTONTERE S B 225, JEMEBEMERE & WD T
ST, BIEETRIEEALOBEEBTHRFERE 2O ILRICHERS b, BHEY —Z & L TIEBM.
PBSC. UCBO Wb BN D2, BMIERSIND Z L%, LHLLISLHLA—EF
F—DBH1Oo0 5 BWIHERLBREBMOMEIE & % 5 IELZH L T UCBT 234Thbh 2, IEIZ0D b Dl
BOEETH ), BMIREFE IR EBMEFI O DL, T €T VAP LW, ZOHTH IR E
FHR D% L. Tl 2 5 5 UCBT @ Bifi 2355 S 11T W 3 EHREH A E AR AE (severe combined
immunodeficiency: SCID). Wiskott-Aldrich fiit & #f (Wiskott-Aldrich syndrome: WAS). 12 % Py 3 &
Jit (chronic granulomatous disease: CGD). HiJiE 5o K 1 #f H1 ERI% 4> JiE (severe congenital neutropenia:
SCN). FEMMIKRE LMY >~ X HHFREREE (familial hemophagocytic lymphohistiocytosis: FHL), X
$H5 IgM E e fF (X-linked hyper IgM syndrome: XHIGM) #H( D LT, BB CTIEZNZNDOEED
MRS & BNLEIC 2 5CH Ly B2 CTIEWREZBR D Minds 12¥EHL U CTHERR L 72 UCBT &4 F 7 4 ¥ % itk
T2, [EHZBVWTIRACERTHORETRICL > UREIR L 28540 H 20T, IEIOHCT DfF
BRHOVEE TR TIT O . 5 WIRIEIOEMR L #ITHEHEEE L o THCT 21795 2L BEE LW,

1) EfEE S REFLIE (severe combined immunodeficiency: SCID)
() XEHBEE A RBEARLAE (X-SCID) /JAK3 RIBFE
(REBE)

THIAE GRE R S028) 72 & TP BAIIG GIROME S ) OBEREIR T % £ 5 REARNE & & A 2E
EFRL. Z ORENE O R A DN EIEH A R ZE AR 2E (severe combined immunodeficiency: SCID) T &
%, SCIDIZE FIFWHBIZL o T, ZNZNRL 2RV E BT 5, XGHBHEEH G RERRIE
(X-SCID) % JAK3 RIBJE, IL-TRaKIBIEIF. T4 M oA v 7 F VRERDEFEIZHS SCID TH
D. CD3y/8/e/{RIBSER CD45 KABSE. Orail KIESEIL 7V THIML L £ 7 % — (T-cell receptor: TCR)
ITCRY ZF MEERDRETH 5, 1. V(D) IJEEFEHMERDRE O SCID IZIZRAG1/2 KIEJE,
Artemis K$EJ%iE. DNA-PKcs (PRKDC) K$8%iE. DNA ligase IV K#EfE, Cernunnos KIEFEDE 5,
TSN RFEREFE I L 2SCIDTH 2 ADAXIBIERL I ba v R Y 7O 2 v — iR
OEHEDIRE & % 2 MFGRIERIE & £ HFEET %Y,

X-SCID &, #E¥MITITHAREANOSCID OFFEEZ HO TV, & FDIL2%ZEEy#HzZa— F
T LIL2RGOEEDRKATH D, L2250 IL-4, IL-7, IL-9, IL-15, IL-21 DZHFEHEDO—EB L
LCHBEL TH D, @yl (yo) & TN T WD, IL2RGDEF IS BEBOY A v A4 v 7 F
VOBSREREEIZ X D . THIIE & NKHIFEAIRIEL, TB'NK SCID OERBIF + 23 2, MMEMEE - i
MPEGIETIH DMSBER 2T Xk o T, KBTI = 2 —E ¥ X F 2% CMV IRYWIE 7t & O ESE D H A
FURBHRE CHLHIICIE T 3 2 2,

YeEBOTA b IA YRERIZY Y FHHEART S 2 LITL o T, JAKI LJAK3 BB E S, &
TFNVEARET Do JAKIKIBIEIX., ZDycOETOY 7 F V3T THLIAKIZ 2 — K3 5 JAK3
DEENFEETH 2 7: 9, ERBGIZX-SCID L EHPL TH D, TBNKSCIDO KRB EET 2,
JAK3 RABE I H e Bt (1) BEER % & 229,

(BBHEEIT)
FLREI R A O AR RRYYE IR T2 2 L2 6, JFAIMITIZIE2H TRATOHCT %17 5 AE D
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Hb, CHIERLHLITHIE., VA VA, BEZ EOBYIEDHEN & 25 ORI L TEH%1T D DB
%5267)0

(2) 2ot SCID
(& EBBE)

AR L7z & 9 ITSCID IXJRREIC X o TENF N R L 2 R 23 5, X-SCID/JAK3 KIEIE LA
IZH BERDSIIRNS . Rkt r 232 - ORUEREICERZET 2HEENEGINDV
(D) VR TR O SCID 122 W TEL T,

Bl THIME TIX (L FA D TDNA O ZASHGIWT & W S BEGFA L, Z isfiin THRE
707 YEXFTCROALHEII TV (D) JHMBEAHE Z 5, 24T & o THRERO A %L M
DI F N, EHOPRBRN ZREIEE 2 TRIZLTWS, 2 OFEMRIZIEHARREERES & iR
NEDNABEEEIZLX>sTv 63 NTEHED, @Recombination signal sequence & 2 ) DNA A&
SHUIWT : initiation, @ DNA A SH ) Wr B AL © F 3 : identification and signalization of DNA-dsb, &
DNAE4E : repair D3 5D A 7 v 7 TR S L TWD, ODEBITIZRAGL/2 KIBME, @D R I
Artemis KIEJiE. PRKDC KIEAE, @D ¥ 121X DNA ligase IV KIHSE, Cernunnos KIEIE 5 £ 15,
WD —RIIZIITBNK'SCID DRB M 2 £ L, M4 OWFEFRITNT 2 BR-EEEZ RS, F 7k,
RAGI1/2 D&MD 5173 % hypomorphic 2 % F 3 2 BH Tld. ZHEMEHIR S A7z BRI T A
DL Z D . OmennEMBERFOERG ZRT Z LA LN TV S, DNABEBREIZIFES L LW
72 D RAG1/2 RIBJE X BN ARUEZME O TUE % B 0\, —5 T Artemis K#JE. PRKDC KIBJE.
DNA ligase IV K#E%E. Cernunnos KIEJE 1% DNA ZASHYIWHEAZICE FH 1THE O R IE s T 3
X OREREIINE L B3 57D, FRICHTLERE I i&a#n%f%ém

(BHETEIS)
V@Nkﬁ%ﬁ%mﬁ DSCID b, AR 2o BIEBRYIEICRBET 22006, THARARTH
%, BEHIIZIZIZIF2HICTHCT 217 D ELDH 22, X-SCID. JAK3 KIESE & [AkE T, fME. 7 A

WA Ei&&“@f“ﬁmf@fﬁﬁﬁﬂk%ﬂfo@n%?&%[%iﬁ;ﬂf% CHEBEIZR D,

BEDBETFLERLEHA, 250, MELTVIEYUEIZ L > T, BILERLFF—Y —20DT.
%%E?éimﬁﬁét@\mnw@mwﬂ%uunﬂwﬁﬁﬁ&@%%&ﬁ%%ﬁofﬁ@éﬁﬁ
2D 5,

2) Wiskott-Aldrich fiE{&&# (Wiskott-Aldrich syndrome: WAS)

(REBE)

WAS 1% 1936 4 12 Wiskott 3, 1954412 Aldrich 238t 55 U 72 SR 4 % 1 5 REEHY 7 i 2 B (Table
ID OREWERTH 2, ZREGME, MM, B2 3 E L, XEEHEME (%1H) 1 fz:ﬁﬁt%: &
5, FEFBEETIEXpl1.221I2RFET 2 WASHEIE T TH 270, HAZBRICHKIET 2 4, XPEER
LA =Y ORELRYICE > THRIET 2 HMEFI DL b FHE ST, HLHE i3$$ﬁ(%
RO, BREROBEIZSETIETHY ., TRRIRTEEESEIRIBS ATV D

771 N D 2

77 R2 MR + BAE £ 7213 —10PE OIRI2 + BIE R GYIE

77 A3 MR + FfelE DIRIZ and/or AR VEREGLIE

77 A4 M/ + Rt R PR + AR BRE e

77 A5 /MR + 198 and/or IABMEIRGYE + B CREREE D 2\ IZEMIE 0 &0
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MR D 5 7% R 3 EER (7 7 A 1) 13 X E S /MRS AE (X-linked thrombocytopenia: XLT)
EHFRENBE YTV, WASIZBWTITEETFERD X A 7 L BRNERER ITHBE 234 5, BYERIZ 2
A v AERF D% . WASEAFRBGME 2% W2,

(BHEBES)

WAS ZEEE S TH D, BHEIG & BB E 75, HHIHWAS (27 7 2 3BE) 134§
DR ERYYERLEE L HIMITE ), FEARTH D, ARITBHEIE E 5, bHBEOZEF O
WAS DT T S PR TBAR % 52 1 72ER O RIIAEFZ13HI80% TH 5 05, SHUBFETIEIS EE L
AOHEIC X D BRIIRMEL % 5 7202 NEMREIICBAGEIE ORI 2 TR E»D Lk, XLT
FHE TR E S 055, RENICEE 2D, HOREER, GABEOAHRIEL KT
&, W B F — 23V AUTBAEHEIG & # 2 T L w7,

3) B PIZFIESE (chronic granulomatous disease: CGD)
(REBE)

CGD 3. A OEMEREREAICHEELNADPH S ¥ ¥ X — ¥ EAKRZ BT 20 FOLKH
TR WEEET AR E T2 EAEERERESETH 5, FIKEMLT L LTIE, CYBB., CYBA,
NCFI. NCF2, NCF4713% %, A TIZHH D 3/4 23CYBBEILT B4 5 X#IHCGD TH h ¥,
Z NPAMTE G ERIEE (1) BB % L 5,

RIE O BH FEMEOIEERREERI KB - BT L, X7 —YEARCGER T FVIRE, &
BH, 2Vv 7y, £7F 7, fE/BCGH, TARVENVARLY v I X EOERE) ~DF K
MR ET 2, —H, RAFERKR. REEBEER OB L O REWEERE LA T2 LMD
NTEH, XHHCGDEETI N EZRBOLNLYY, LT, BiFT 2B EM (reactive oxygen
intermediates; ROIs) 1% CGD @ FHIAF & 7% 3 777,

DWr O BRI PIEE - MEREECORE - TUREG. A v 2 —T7zuvy L &tk ), KEOA
WFRIIKIEICHE L7127 —FH T, BYE O RKEL BREMREOBEHICHE ST 2EH O H D, Z
o DAPHEIFRIE L 255 HCT 247 D ER  —ERN %,

(BrE@Es)

FMAEHCT IFREEGE E L TH R LT3 A, BRERE O I IIBM 2 LICREIAE L TV 314
DEFET S, —H T, BHMEZTTEFEIBMELZTCOLWER XD b, EERYIE O FIEHE -
T« ABED Y X 7 23ME < 7, QOL/emotional well-being DIEHEMRIFTH 2 & W) g HH 5 20,
BRiHEM om L E12X D HCT DR E L TWa 2 & BRYYE - FRRGMESHHE O 7 B 25 Hil
DVRZELZZELEDDH Y, KL FF—20BEEITBWTIZHCT SR I HRE S s
FIZH 5,

BE F Tl WINBAESE S/ BN FE R SE A TOBMEIL % Tit s 2 2,

HLA —ZUf#% » L < IZHLA —BU/ A —ZIJEMAKBM « PBSC K F—»FFEL, »2, UTFowsTh
DERD DGEITBMEILE LTW5,

(1) CGDEMEORE, Q) BRYHERIINT 23y 774 7 Vv ARE, (3) HIE 4 EYYE OB,
(4) MEATVENE AR PR E 2 1 5 BE S W IEMRAZ OFE. (5) A7 a4 FRFEO B CREMEE. (6)
BT OWBFITIE L L WIEGE, (7) BIRFIRER L £ D, BidIAIRE < MDS

4) EFE KX MHEWF R EREAME (severe congenital neutropenia: SCN)
(REBE)

SCNIZ S RIY T IF hER D 7 LRRTE D 72 0 1T BIE T F PEREAME 235 S 2 S LB IELO—H T H
%, FEPFERTF & LTI ELANE [H G ERERNE (1) ] £350-60% F2EE (4o 23 T 1% 75-80% *) L
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b % MITIZ HAXT VR (B1H) ). GFIL e R BEME (BFE) 1. CSF3R [ Yt R BE M
()] e ERE ST W32, 7 B Kostmann FEMERE X HAXI Z R %5 SCN #18 L. FEBEH =
TAPAL EDMHREANEEZIEI DOTH Y, SCNLEFETIE LV, ELANEZRZH T 2 8%
D—FRIE, B REREAE & X IEN 5 LERWEBE ORI 2 H L Z L AL AT WD,

ANE O BFFREREAEIC L D, Bl 7 R U IRECHEIRE 2 L2k 2 E 2, MERERERYE,
WeEg ik gs . VREOIRS . PRS- BN L SITHEE LTV, JUE B DR T O EFER 1T 90%.
PRV U 7278 80% HSHUMLAE D 72 HFET- L T\ 7228, BEhiER 2 u = — JE sl A 7 (G-CSF)
B A3 L REGFRIT 0% M EIcdE#E L7, —HTG-CSFADRISEIFEFITE > TRE D,
5~10% DIEFNIIEHZ LWnwE S d,

AR L7z 2 L. —HOIER TIEG-CSFRE- 1 IE L & ). SCNBF IIFREHENR % #
DZEDBPEL LI T ol AFEICEIHE L TMDS® AML 2 EQFIELE S TEH D, MDS/AML ~
DAEMFIER T 2.3%. 154E /M TD MDS/AML TO BREFET R 2322% LHAE SR TWBE 2, S5 T,
G-CSF % 8 ng/kg/ HUA LD 5T T ERMES$002,188 /pL % F a2 EFNE, BUE S & FMDS/
AML TORTEHE W Z & 5T WS 30,

(BHEEIC)

MDS/AML % 4 L 72 B3 12 B0 Td, (LR T3 RIEREETH D . HCT D@ TH 227,
G-CSFEANIZIE L W, d L L IZG-SCF#5-TH EYYE Z i D R HEFITHB W T H HCT DIt
L% b, 7. LEE® [G-CSF % 8 pg/kg/ HYL LD E T Clf RERA N 50A32,188 /pL % Tl 3 i
]k, BUMAE - MDS/AMLO#ERED Y A7 53 5 Z & L HCT 25)6 £ F 2 bivd, ELANEIZ
Glyl85ArgZ R+ H T 2 BEITB W TTEHE QI HEKJEAE. % 5 FIZMDS/AML O EED L <
TENRDH 2O, BHBEILEEZ LN TS,

BAEREDG-CSFIZIGT 21K ) 2 7 BH 2B W TIFHLA — 3k K F — 23\ 2354 12 HCT 25K
anz, —hH, &Y 227 OSCNEFHIZHB W T, HLA —FUZELA O R B F — 2 & OBAEFEAE
ZLED M EEZ E WS 2Ty 213 7% <, B A TR I I3ER S v,

5 RikMEMERERME Y > /R EEBEREE (familial hemophagocytic lymphohistiocytosis:
FHL)
(EEEE)

MmEREEMEY > HHAREREE (hemophagocytic lymphohistiocytosis: HLH) &, @&¥% 4 b4 A Y IGE %
TRz, Ft 3 2 R MBREA . FFINE, BREMEImEWNERE. &7 =V F U IiE. Bk Eicsl
DIEHAL L 7o~ 27 07 7 —VOMIRER LR E L, 25 O MmN & EE E%Bﬁ%%$éu[ﬁfééﬁf@
HTHD, BEMRBELEE LD ENTERVWD, SEEHRATEREICE 22— L. JRYE -
WML Y VOB - HOREER L EITHR T 2 XIS s 20, /K'IEHLH TH—IER T E
TERETDEHOTHY, MUEEEEOETZER L THEEIMENT, =71 ) VEFOR
M HLH (familial HLH: FHL) 284, 8— 7 % V) v % WNTE 3 2 Ml BG4 R o i B2 9 (FHL -
3458 HINE %S Chédiak-Higashi iEBERE - Griscelli fi #2284 + Hermansky-Pudlak i & 2
)& FEND, 7o XHEH Y v SHEREE R (XLP @ X-linked lymphoproliferative syndrome) » —
PEHLH I2& % ia\ JFREART12 & D XLP1 (SAP KI8SE) & XLP2 (XIAP KBS E) I FH S a2V,

HLH O #Z Wi, —#IZHLH-2004 2 W32 X D Zn s 12 ¥, FHLIZA b L5858 - Sl
J@@ﬁm:bnzf\ D FEC 2) WE, 3) MERFA. ) VYV 7V T4 REEZRIEZ74 7V 25
&Ml 5) MERERMG. ) NKIFMHET, 7) 7 = U F v EfHE, 8) Ak IL-2 %24k SIL-2R) EED 8
JHEFRSEAM L& THLH £ 2His 5,

FHLJERFI D 70 ~ 80% 1ZFLITRHIIZFIAE T 2 25, 20% 13 & FFLIREI LB /NBHITFIE L 2V, AT
FEG SRS 22, —J, FLRENICFAES 2 EIEHLH OFEBIZFHL TH 2 &L O H h 20,
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FLRIAFE HLH 12X U CFHL 2585 Z EITIE—E DRI H 5, FHL TlE, WHWEIH X D A e
Eh BT RN D2% PV, TR E DA THRIET 258D D2 OEREIDETH 529,
(BHEES)

Mg (7 7 v A, & v 7 VINRIEEE) THCT % %1 72 4845 © FHL @ 0S 13 58.5% T® - 72 %,
EHHIZHLAREER N S — 2 0Bl ZZ TG EOTFTRIEARTH o7z, 12H1IFAEFEREL £
X o T2RIBH % 521 T Tz, FEMHERI A OHE 13T D B IREAZERE 23 % <. 28% TR b Tz,
FEicbz 2 80HEIXZ < %<, 286241 (7%) TRE O MERE % A&0FL Tz, FHL ORE
& L THCT OEMIR IR S Tz, FHLIZELEEE TR B LTz 6. TS 22T RMIC
HCT%#fTHOR&EEFzZ LN 5,

6) X EH & IgM fE{ZEF (X-linked hyper IgM syndrome: HIGM)
(EEBE)

& IgM EMERE (hyper IgM syndrome: HIGM) & 135270 7)) v 7 9 A A A v FHEBEEEIZX D
KIgG. 1KIgA MAEIZPE D BB 2R E $2IEITH D, MIEIgMIZIEH ~F1fE & % %5, HIGM
DFEMEEFIZISETEETH Y. CD40L, CD40, AICDA, UNG, PMS2, MSHG, INO80 7% &£ H3i45 &
NTW53, ) 5 CD4OL K IEAE 1 X# g8 HIGM (XHIGM) & 3 i, HIGM O 8% 5 & 2,
HIGM ® £ 7z 2 BFRIER IFE T > < 7' a 7Y Y IFE IR D B GE (321 IRERIEYYE) TH 5 25,
XHIGM (CD40L RIE) 72 5 CFIZCDA0 RIVEIZ = 2 —E VA F AL 7 U TR AR Y D7 L&Y
T EOHMBERE &7 L, HARIEREAE (Table 1) 23S 5,

(BHEEIE)

HIGM i3%% 7' a 7' ) v E Il 70fE CHEN TR IZRF TH 2 5, XHIGM Z 5 M2 CD40 K15
FEIX HARESRE S 723720, HCTO#IG E 5, XHIGMIZET 227 ) 7 AR) 27 LEGTHT
HHR(T VA=A v &) 2G5 L CHERBHEETH D, RS X 2B TRED2 5
DERKEBZDEL S22 DD 2, o BFHICHEICDERY L, BMEEE %, L, R
4 RHAEVE. FFABORE 20 & OARTHIRRE & 70 2 7, SiEBl bIT 7t 2 L figsEE R 7 o ftho-A&HHE 23
% uh., BHBREIMET T 2729, SERMCTOHCT XEE L& it d H 22,

CQ1:UCBTIRED &L 5 % X-SCID/JAKS IBFERE CHRI NS D ?

(HER)

HLAG# &b U IZHLA 7/8 7 V VAL K F — 2342005 L WiG&
(fR=)

BCKIZ B W TlE, HLABEA AR K — 12z T, TCRop + CDI9FRELIEIZ & 2 HLA 4 U
BEF—20 OB TRIFLBEIIMES N TWB 200 F7- AR 7 ) — = 7 (newborn
screening: NBS) 12 X > CSCID # REIZ W32 Z L 23 CTE 272 O, WY LBYUEREZT VL5,
FEIMBEBM R+ — 242 2 L REE Lo TW3, —H T HEAEIWIZBW T, HfubRE0e
B IRREAATH D NBSHIES B R LTV W), HEZHAREYIEDORE % = o201
LW S NDREBIBRIZITL S E O TW 2, HAENTOIMBERBMT X2 —7 4 & — btk
OB E TITIEHRE127H (0422 8) ORI % BT 27: 0 5T 2 2 L 23— RIVICHEETH 2,
PEDZ 26, MBHLAMES S L S IZHLA 7/8 7 VIVEAILRG K - —23FH L T W&z,
HIZHEMS 2 2 L 23HEZL UCBT 25 HARE N Tl #EsE s a0,

SCID I2%1F % UCBT D#its # 2 112739, 1995-2005 4E D Z$3HI @ EBMT (2 —u v /%) O %
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& 2000-2009 4F D B SR O R FMABERSERE 2 >~ Y —¥ 7 5 (PIDTC : 7 X ) %) OHE®” T
1T, ZRFENOS 62%. 58% EHRL TRIFEIZWVZ T WBHERE TH - 7225, 20104EEDEIRTH
2% PIDTC D FAE TIZ24E0S 81% £ L R BED RSN T WS, 20084E425 7 X ) & TNBS 28
Bfh S N BB NIR O IR EIEOWE N FRICTFE LI EEZLNTWS, — T, HEH
W25 @ SCID 123 % UCBT Tl&. Morio 5 V13 2010 4E LB DFAERFI T H OS 71% & FLERHY AT 7
BAEZ A L TwWd, IEHIN T 2METIE R WA, HCTIZB W TIFHAIZHE S 2 £ HARAN CTHEAE
GVHDRIEFHETE LD LW EBHESNTE D, HARANIZBIT 2 UCBT @ BifiE iz ANfE s s %
FUEL TV B A D E 2 515, DBPHIOHE 12 % 2 25, Tguchi 5% % Kumaki & 0 ©
FENRZENIBHL, AS5HORMAREZ#RE L TWa, %7z, Miyamoto 5 *” IZ EBMT 2020 THAIZ
B1J % 182H41D SCID 125t 3 2 HCT (UCBT 8141) Z it L TH D, 104E0S 13 HLA B A ik K F —
55 D HCT 82%. HLA# A UCBT 81%. HLAAR—3UCBT 63% T&» ), HLA# UCBT I% HLA i#
Elfk K F—25OHCT L [AEDOFETH - 12,

YL ED#HE ZREMITE 2 5 & SCIDITAS 2 UCBT 12 ) LIk K F — 2535 5 L L W& O
RF—¢ LTt E Wz 3, 5%IFHAERNTONBS DLW L FABEEIEOMRE L T 2EETFE
BWOBEAIHFRFE NG,

%1 :SCIDIcx$9 % UCBT

YRR | B 7 v — 7 SEGIEL HIALIE EHERE 2MGVHD R
Gradelll-TV

Fernandes JF 2012 | EBMT/ESID 74 MAC: 46, RIC: 20 NA NA 5y-0S 62%
etal. BOALEZ L P 7,NA: 1| (4HEHE 186%) | (Grade II-1V: 34%)
Pai SY et al. 2014 PIDTC 43 NA 14% 10% 5y-0S 58%
Heimal Jetal. | 2017 PIDTC 21 (Typical SCID) NA NA NA 2y-0S 81%
10 (Atypical SCID) (FBBAHR © 0%)
Morio Tetal. | 2011 HA 40 MAC: 10, RIC: 18, NA NA 5y-0S 71%
BIALEZ L 12 | GFFRERIEE @ 74%)
Iguchi Aetal. | 2011 A4 3 (X-SCID) Flu 180 mg/m’, 0% 1/3 (33%) Alive: 3/3 (100%)
BU 8mg/kg
Kumaki S et al. | 2013 A 5 (X-SCID) Flu 125 mg/m’, 0% 1/5(20%) Alive: 4/5 (80%)
Mel 80 mg/m*

EBMT/ESID: The European Society for Blood and Marrow Transplantation/The European Society for
Immunodeficiencies, PIDTC: Primary Immune Deficiency Treatment Consortium, NA: not available, Flu:
fludarabine, BU: busulfan, Mel: melphalan, MAC: myeloablative conditioning, RIC: reduced intensity

conditioning, OS: overall survival

CQ2 : X-SCID/JAK3 RIBFEERFICH T D2 UCBTORLER EDL S LH DI HRES L
55 7?

(HER)

Flu 180 mg/m? + Bu 8 [Fl#%¢5- [area under the curve (AUC) 30 mg * hour/L] 17 X 2 58 I 55 B AL iE 23
I D,

Tz T v AOEBIZ L WS, Buik5EIZT2oWTIZAUC 30 mg/hour/L 233 S 5,

(RRR)

X-SCID * JAK3 KIFEF THIAKIAL TH D BELIICIRESN THTLE L LOHCT 2 51Tbi
Tz, BILEZ LT THlAIZER L, MldEaRomErRons, 72720, BAlfdizs T 2R
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BXATELRETa T ) AT O BB ORED D 0. 19904ERIZAD, Bu+ CyxX—2R &
L7:MAC 25fFbhiz, LA L, FERIITEGELHILEHFMEI X o THTT 2025/ 5 iz 30839,
0%, HHETEWH T 27010, BEOERBKE L LFluX—ZADRIC TOHCT 2T d &5
2D BRINSFRIEAR 244 (ESID) /EBMT 7' 4 K 7 4 > 20171%, SCIDIZxf3 % UCBT Tl&. DFlu
160 mg/m* + Bu (AUC 90 mg * hour/L: Bu 16 [H#51ZH24) + ATGH L < 137 v 4 Y X< 7 (ALZ).
@Flu 180 mg/m? + Bu(AUC 60 mg * hour/L) + ATG % L £ IZALZ., ®Flu 150 mg/m* + kL & A v
7 7 ¥ (Treo) 42 g/m* (+ ALZ) D3 DDV Y X ¥ HHEFREL T3 2V,

DB TIE D B A, F1DIguchi 5 D5 T, Flu 180 mg/m’ + Bu 8[H# 5 D RIC % W 72
UCBTI2 & o TX-SCID 3l &£ b IEHAEGFEIH L, FE2X AT EEKL TWS, 72, Nishimura
5319 1% 54 @ SCID (X-SCID/JAK3 R #8 4 ) 12 %F L T Flu 180 mg/m* + Bu 8 [a #% 5. (AUC 30 mg -
hour/L) 12 £ 2 RICZHW7: UCBT %17\, &fIEMAERFL, ZTL2x 27 b LAEHEVEHED R
F—XRANVALBIUOREZa 7Y YHIA»L OB ZZEK L TVWD Z & EWELTW5, EBMT
2020 TMiyamoto 5 *” 1%, Flu + Bu ® Bij {L & T @ SCID 12 % 3~ 2 HCT T104E0S 87% & 45 L ¢
W3, BIET A Y & T, Flu+ Bu+ ATG % Hl W\ 72 SCID 12 %t 9~ 2 UCBT % & & HCT O i bR 3k
(NCT02127892) 237 THE D, 72 KF—Y —ZIZUCBTIZ 7% { TCRap + CD19fR%E TOHLA
LA BB % 2 25, SCIDIZX 3 % Bu(AUC 25-35% L < 1% 55-65 mg*hour/L) + ATG D 7 ¥/
& M HEGEER (NCT03619551) TN T Wb, ZNLDREROFIzND,

WK & R L CHARANIAFENIZGVHD Y X 27 2MEW Z &3 S T D, UCBTIZEBWTIE,
ATGIZ X 2 THIPERIE ORISR Z 2ITFE D BRYYE Y R 7 &3 n s 70, JFRAIMIZIZATG & H
WRWZ EHEE LW ESIDEBMT DA A K A4 > ThHLAM#ED LLI1X5/67 v vils D
UCBT TIZALZ % ATG O #5135 2 & it#is hTtwvwa 30,

UK 2* 5 1ZFlu + Treo + ALZ 12 X 2 IEIIZ X § 2 UCBT % & €& HCT 235t 5 & L T\ %, Atypical
SCID b & £ 4% 3, 32/364 (89%) TEMAEFEIHE LN TWE Y, 7272 L, HAREWTIE Treo X4
MuERAATH DT 2 2 LTSV,

Flu + Meli2 X 2 RIC TOUCBT  SCIDIZX L TiALNTWE D, BAXF A IPHFELE Lo T
W2, Kumaki & * /X Flu + Mel T UCBT T4/5H 0 BHIAEFZHME L Twa s, AFELTWS3/4
HlTIZB B X INKHIIEDH 2SBEAS X X 7 THolze £7:0 BMT « PBSCTD 7 — X127 % 2%, Rao
5333 Flu + Mel 12 & 2 IELIZX 9 %2 HCT (SCID 324) 25 LT3, 2L LTHEREXF AT D
BEEE IR <. SCID 21l 3floATLIE 70 7Y YR 6 OB ZEKL TE TV h o7z,

MEDF—246F 225 L, BB A ¥4~ TX-SCID B X FJAK3 RIBJE 12
HERE L TWB VY X v EFABEIC, Flu 180 mg/m? + Bu 8 [#5- (AUC 30 mg * hour/L) 25HE3E S h 2,

CQ3:UCBTIREDLS LV (D)JERFBEHEEDOSCIDEETHEINDI ) ?

(HERR)
HLA 7/8 7 V VPl _LE A D Ifif%k « JEIA% K F — 23005 LWEH
CFERRY

BN 2 & @ 76 48] D RAG1/2 RARSE & 69 D Artemis KIESE 1283 2 B Al 0 s i, 4240 HLA
BWEFF—2LHCT T TED, 88% BRMAEFEZERL TWE W, £/, BILEZZTT
HLAEE R F — 2 L BHE S NI ER T, 36/5561 (63%) SRMIAFE L Tz, F7o. EERK %
DNA ZASHE) Wi B 18 24 E (DNA ligase IV KIESE. NijmegenJEMEHE, Cernunnos KIESE, EAHIMAE
PEARMEE B I FIIE) 1283 2 HCT DR Tid. 53/77H1 (69%) 3EHATE LT i3, SEFIRDAD %
W7z h, HLABEA ML K —. HLABEAIEMR N+ —. HLAJEEAIEMR N > — CAFERITER
I ol, B, UCBTIZHE A %Y T V(D) JEEFERE N O SCID O it 137 1E
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LWwads, —#&MAIZBMT « PBSCT IZE#E$ 2 & UCBT IZAEERNL 2 Z L IZ LMo TEH D, Hi
WOF =R EMBELTEZ S E, HLA 7/8 7 VML A Ok « JEMBEBM K F —25FHE L LW
AIZBRYD . UCBT %53 2 2 & e s ez 2,

V (D) JEAE FFE RS O SCID Tld, B ITEFER TH 5 2 L. DNABRBGBEICE O BHE
FEITERIEIND I LD, WYL R F—DEFEELTWIEAEDOHLAYEH K F =26 DHCT
TlE, ZERWITIEIPTCYyBIEIZ X 2 GVHD FPHiEZH WS 2 L 3R TH 5, UK 51X UCBT & &
HIZHLA¥AE R F—DTCRaP * CDIORFEIZ X ZIENIZR T 2 HCT G S TE D, RAG2XK
EE = Artemis KIEJE T BHIAEGFHI 2R 6 0 239, )7 K F —29FE L RO REARIETTE 2R
5 HEE X, HLA¥ABUNE K F—DTCRop « CDIOREIC L 2BMORWHEIETH D, HATOE
ARG B,

CQ4:V(D)JEEFBEBREEDSCIDEBEICHT S5UCBTORAERZEDLSLEHD
PRI NN ?

(HERR)

RAG1/2 RH8%E : Flu 180 mg/m’ + Bu 16 [H]# 5 (AUC 60-65 mg * hour/L: & =% V) ¥ 7 O Fll 1%
X-SCID/JAK3 KIEJE DIH % S IR)

Cernunnos KIEJE 35 & (FDNA ligase IV KHBJE : Flu 150 mg/m* + Cy 20 mg/kg + ATG 5 mg/kg (HLA
A UCB K — 084 : 2.5 mg/kg IJi=)

* Artemis KIESE 3 £ OFPRKDC KRIBJE : #EEE S 12 BTALE IIWMESL L TV LW
HWTNORBIZBVWTH T LT Y RADOERIZZ L. [EIOBMITHEE L 12 HME & o
THERE T 2,
(fER)

V (D) JEAE TS O SCID IF KA M O THIKEKIE Z fE v, BILE Z L L < XA IR
TOHCTIZ & o T, THIFIHEE DR 2 RA D ZREH D FET 2 25, RO & 5 I REHMBE s
TR/ OENL WY X7 DFEIET D, E 72, hypomorphic ZE DIERHIZ £ TIL Y v BRI S 5 ITHEAE
LTWT, REFHBERARLCIEMOY 7235 F 5720, WTIOBEETHRTULEZTT > TUCBT
PHEET DL L EHERET S,

BB O FRM 22 5 O RAG1/2 RIBAE & Artemis RIBSE I 37 2 B O e Tld. RAG1/2 RIBSE Tl
62%. Artemis KIEJE TIX 42% OEHI S BuX— X OFILEZZ 1 TE D, BiLEZ LORERIZZ h
Zh38%. 58% TH o123, RAGI/2 RIEJE & Artemis RIFJE % & b8 T fENTIZ % 2 25, BIALE 7 L
DREFNZ LB L T Bu X — R O BIALE %17 b 724 7 v % VALK % & T RiALE % 52 1) 7245 o Bl
FBRIREFTH D, 7 VX UHI % & O RTLE COBM % 2 1) 724113 CDA' TSI R
FTHotzo —H T, Bu8HEKEDRICIZBWTIE, CDATHIIEHBEIARTH Tz, T OHE
TIZ20004ELLRT DERI &8 Z & 25, Bu + Cy DHIALE %52 72EH D & £ 2 25, BEE0HE
DEE» S, HETEZAO 7 VENVLFIZH VD Z L3I 2 _S72EE2 22, $7:, BERk
FEARENRE D FRILA L 7 5 hypomorphic Z £ D RAG1 RIBFEIZX 3 % Flu + Bu TTO HCT X, SCID ®
FHA % & 5 RAG2 KABSE IR 9 % Flu + Treo + thiotepa @ RIC 12 & % HCT D I 23345 & T
W03 RS e 35 UCBT IZE M Z U TRIBEIIZ LA E TV, RERF—2 LB E LT,
PEDZE%#EZ2 2L, RAGI2 KIBFEICK 3 % UCBT Tlid, Flu + Bu 16[AI#5<x— 2 DRIC & H
W7 UCBT 23RS Nz, Z OBRIZIE. X-SCID/JAK3 RIBFE DIHIZFEH D X D I12Buz®=4 ) v~
7 LU CHHMH L7z AUC 60-65 mg * hour/L IZHRE#HEE T 2 Z L 0EHETH 5,

Artemis KIESE 13 Bu X — 2 O FILE G e F 2 b s 25, RAGI/2 KIBSE £ %7t ). DNA
TARSHUIWHEAE A I O RIS 2 L, ERB T ZORENRL 5 Z L6, BILE O R
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BIRBEL < BEMER BB L ¥ 2 VIFFEYL L TV W, FD T2 b, 7 A ) B TIEIELETFIRE L
PRikBR & LD 5T 3 (NCT03538899), PRKDC KIEJE I3 TR ZIEERTH V. DEBI D Rish
BIOME LD 22383 F & F o BRI OME 37 <. BHEM TRTLE IXRIZEZ > TOLT W,
DNA ligase IV R$E%E, Cernunnos KIB%E. NijmegenfEMERE X, FEMEMEIFEZHOL2IZELTE
D. ESID/EBMT Z A K Z 4 > 2017 Tl, 58 % KIFIZH59 L 72 RIC T % Flu 150 mg/m? + Cy 20
mg/kg + ALZ D FALE ZHEEE L Cw 23, Z kAR I G551 % 2 9 % Fanconi # Ifl @ Fij AL
EEEEIZIERAC DD TH 2320, wiak o FEEILFEF RO R 2 6 RIC % W7 HCT T 79% O 4
HFRTHoTDITFHLTMACTIZ41% EBFRICFHRARETH 5720 MACTIEV Y XA VIZBEHELT:
LA ARETHE L TV RIEF D EFEET 2720, #IF 53 TH 29, Schober & 2 D T,
DNA ligase IV DJEFIERE 122 T, BEOFEFIHRENS LV 2 —3NTHED, Flu+Cy +ALZ D L <
IZATG D RIC 12 & 2 HCT T3/4BDAEGFBHER S LT WS, % 7z Cernunnos SEERE T b D Ef 72 23,
Flu+ Cy + ATG OBAEKR I F 03y S T 53, Zh o 52 5% 2 5 £, ESID/EBMT 23#fE%E
T 5 Flu+ Cy +ATGIZ X 2 RICIZ—EDOF MM L REMITOVWTHRINBHR LE Z L, UCBT
B BEILEE LTHHEREE NS, ATGIZOWTIid, X-SCID/JAK3 KIEHE DIEIZEH D & 5 12,
HARANIZGVHD V) 27 2M&E <, UCBTIZHB) 2 THILHERESR DL Z 2UTHE D BERGWE ) R 7 23
AEN2, —HT, ZOFlu + Cy N— R OHEREFIALE X IEHICHRE 2T LT D, Bk X
IR RRTEAIE D BFE L TWB 72O, ATGIZ &k » THEMiD Y 2 7 # a4 5 2 & S EIT 7R
2, PEDZEPDL, BROKHIZBEINTVE DO, HARENOBHOBIER S v 3 ATG
5mg/kg #EHER S8 L LT, HLAGEA UCB K> —OBITIZIlE L 722.5 mg/kg #H#HEEHR 58 L LTz,
Fanconi ElI1Z 31} 2 UCBT T {12 ATG 2SRILE ICHAAZTNTE D, ZOHRELIRT2H0
EEZ 60253, 7272 L, hypomorphicZR DRER 7 £ TIEE b X L HINEDOMF BBE LEE 2 6
N57:®, IEIOBHEIZKE L 72 HME L OMET 2T ) RETH 5,

CQ5:UCBTIRED LS LWASEETHREZINEN?

(HERR)
HLA— FF—235200 5 WWAS BE CTIZUCBT #8942
§: 57y,

Shekhovtsova & ¥ 1Z WAS 1273 2 901D UCBT 122 W THE LT3, SEH4ERIZ 1.5, K
AaATINET T A2D323%. 7 T A3D30%. 7 T AAD23%, 7 T ASDN9% TH o 72, SERET
DOSZ% 5 IZEFS EF# N ENT5%. 70% TH o1z, HEBMNTIC & 2 L BER 2R T, XLT
DIRIFZLEFS EEE LT Wiz, HLA—E R F — 23/ o0 5 2w N WAS B3 12 UCBT 2%E UK & 7«
DI EMELTWS,

20054 2> 5 2015 4E 1T R M RIEALFERFE 2 >~ Y — ¥ 7 4 (PIDTC) THCT % 521 72 1294 ©
WAS B O EMIZ12ETH o729, FF— Y — 212 BM 238041 (62%). PBSC 231041 (8%)-
UCB 23394 (30%) TH o Teds, FF—Y —RIZXBEEDZEIZ Lo Tz, S4E0SIFI% TH o 72,
FEAHIRFAE D SRR D SAEOS X ST LD Z TR THEREITE - 72,

1985 4F 22 5 2004 412 o 23[E CE MMM % 52 1 72 57T O WASEBE D 5 &, 1141IF HLA —3X
k. 1060 1Z HLA AR —Bum %, 216113 JEIM#HBM,. 1561 1ZUCBAS K+ —TH - 127, 54£0S 1
73.7%. S4EEFSI1365.7% TdH - 12, FEMBEBM B X FUCB2» LBl Z T - BEDSFEOSIF VT
N 80% TH o7z FEMAGE DL OBWEMESM EL TV TETWEDT, WASIZRIEREIIZHE
M RE LR T TV D,
WASIZBWTUCBHED Tl K F—BRO» 5 L WHEIL, BETFERIER SN, DIE
WBOWTHRBIZEAS N Z EPEEND,
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CQ6 : WASEHEICX T H5UCBTORILEIZEDL S LHDLHREINDEH?

(HERE)

Bu ZEAREFH L T2 MACOHER S D
(FER)

Shekhovtsova & 2 D512 & 2 & UCBT %3217 7290451 WAS BB D13 & A & IZHLA R4 UCB
Y —RAELTATG %5 D 7: MAC TRAET LTz,

PIDTCIZ B 1) 2 12961 D WASEH D 5 £ 65% DEH1ZBuz HA L 325 MACEZIF T Wiz,
BIALE X OSITHE L Twhs, R —THIES X CFHERMIEO4AE%E LBHE L Twiz, FiZFlu/Mel
THEARL T 2EILE (RIC) TIXERERMIEO X 2 Y X AIE50% KM TH o 72, BRERMIEO X 2 Y
XLBI5% YU LDV ¥y b DFHBBAEE O MM DB ERITE 5o T2,

D VIE DO WAS EE STHIOBMBAE &~ 5 £, BARMITIZCTHLA A —BUlfk K —. BHKHE
WS E, Bu+ Cy 7213 Bu + Cy + ATG MO RITALE TD OS 2MEH - 127V, %2 BT TIE Bu
+ Cy % 7213 Bu + Cy + ATG DAt D HALE 25HE— OS DAL T 1T 5- L Tz,

19854E 22 5 2016 4F & TIT HAIE M « Sl Bk 7o 1288 S 072 1081 D WAS B 12 B W\ T
MAC 2 & 2 B4l 23764, RICIZ X 2 BAl 23304 TiT b 7237, GVHD @ F B4 1% 514 23CSA. 51
Bl 23 Tac TIT o NTzo TacZRE SN BEDO TP EERBERITE P> T2 OSIZREX A T OEE
I DVREX XTI DEZFOHPHREITEGD o1z, LEEMITTIZCy 200 mg/kg & MAC 2% 1) 724
FHOFEX AT DERRIZZOMOFIUELZITTEEXVERITED» o7,

WAS T3 H CRERE B L BRSO Y X 7 25N 2 & 2351 5T w3 25, Toyoda 5 3213 H C %
P A R R A K B3 (thrombotic thrombocytopenic purpura: TTP) % &0F L 72 WAS 3 128 L
TRMRIRIZY Y XY 20 L7 UCBT 217w\, TTPHIRES L 2 LTS EHE LTV,

CQ7:UCBTRED LS LCCGDEETHEINSIH?

(HERR)
HLA —Eufif%k s & FHLA —E3EIM#%BM/PBSC K > — 23422005 W CGD BE THETa s

(fEER)

Chiesa 5 O HRMENT O 12 & 5 & M TIZ CGD B3 7124173041 (4.3%) L 2> UCBT %
ZUTWRW, HERMTTIX, 34£0S TA % & UCBT % 82% & ot Y — 2 & WS o i (BM,
88%; PBSC, 87%) T o 123, HEAREIXIET27% EOBHEY — 2 (BM, 11%; PBSC 15%; P =
0.009) IZH L THEREIZE o T, RELEEBINTTRBMY — R 2EBERE~D Y A7 ITHRE
BT, b Yz RF—olifk - FEMfE. H2WITHLAD—FEIZ X > TEERLED ) A7 H
HESNBRERE L -T2,

% 72, Yanagimachi 5 *12 & 2 b 25EH T DK BN O E Tk, CGDI1 #9412 UCBT 25
fTantc, HERMBH, $EEMITE HICUCBTIROSIZR AR LEELR L 2 1o 1255, ol
Y — X & Hlg L CEFS 2M&EF L T w7z (54EEFS 30%; HR 6.01),

LB H BT O R 2B I 22 L. BBMIZL > TEERFERIZRZR L L2 HDD, CGD
I2X9 5 UCBT &, I#&—3 K —5H 2 WIdIEMABEBM » PBSC K+ — LR L THEEARED Y R 2
BEWV, L7eBoTUCBTIEZINGD RF =3B oML WHEITOAE R E L TR ENE, —
7T, FEMABFA—EBM « PBSC K+ —., IM#FHLAYAE FF—. UCBD 5 b ENERERRNT S
IZOWTIZIAME L U IZ 0w, BT R F— W WIS OBAEORERIZoOVWTIE, RERFF—D
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HLA O—2&, EB#F OFHy - AHE, WMEMEORIYEDOHE, RIS IHE DG, ATLE D=,
PR DREBR L & & & ITREMNITRE T 2 BE 2D 5,

%3, CGDITH L PTCy % » ¥ % ex vivo TO TCRa/B « CD19 MR ZE % OFA L 72iffg HLA A3
MEOEE BUL S T 5393, F 7o COD BB FIRE TN 2 B PREER 1T b T 2 3539,
NS OFHIRBIT OV TIIEFIOER B L AT TH 52— T, WYL FF =20 WHETD
AEIHR SN TV, UCBT b & &7 ZNZNDORBEOENE - BREIZOVWTIE, 5% DHR
DHEFVBETDH 5,

CQ8 :CGDEZICWIT B2 UCBTORIRER EDL S LHDHHREINEH ?

(HERE)

MG HERE L O X v I3 0D, BuEAREHK & 52 MAC B ETa s
(fEE)

Gungor 537 28 % & & T [E PR % fa ik M Hi 1 = 5612 X % &, Flu 30 mg/m® X 6 days (day — 8~
—3). ATG 2.5 mg/kg x 3 days (day —5~—3). 1K &EBu(EEHAUC: 45-65 mg/L X h, day — 5~
—3) 12X 2 RIC Z v, HLA —EUf#% % 721 HLA 9/10 or 10/10 —EFEL#% 2> 5 ® BM % 72 1 PBSC
FRAHY — R L LT, 56 AOCGDEFEVHCT &5 1) 720 24E08S: 96%. 24EEFS: 91%., A& 4L
5% 90% A LD FF =B % X ) X LD393% & RIFLHERIME L Tz, ZORHHIZBu + Cy 2 L
TMACIZ X 2B EBOD LD o T2 LDEIZBWTIZOsumi 53923, LDV I AV EBE (T,
Flu 30 mg/m’? X 6 days (day — 8~ —3). ATG 2.5 mg/kg x 2days (day — 7~ —6). {Kf &Bu (2
AUC: 45-65 mg/L X h, day — 5~ —2). {&##& TBI (3Gy, JElMi%k K+ — DA, day — 1) I &L 2 RIC %
Awizaim &4 ay bk E1T 5 72, HLA 7/8 —BPL Lo ik £ 72 133Ef#% K > — 226 O BMT %
6BITHE T L, SZOMA Ry MEFTHE L, &ML EIELHER L, ALVY X VIIMAC KD
L BB A IHED B S T2 2L H Y. 2o 0ENSOHE 2 L HLA —BU% F 721
JEMAFBM/PBSC # Y — R & LTt HEOHR VY X v EIESIT b,

F 72 Bubl A O BT ALIE 12 BT 2 % 86 0 #Hi 45 T lx. Morillo-Gutierrez 5 ¥ 1%, CGD 2%} L T Treo
ZE CHTLE Z W72 HCT 70611225 W TR HEMIT 21T\, 24 0S 90%. 24 EFS 81% & BAF 7 A%
BEREL TV,

—7J5. CGDIZH$ 2 UCBTIZB T 3 HILEIZOWTOXRIZ W TN HIEFIHREIZE EEoTED,
TR LZETFVADDHE VIR VTRV, UCBT CREEZERED Y A7 B3H BT LD, L DIRE
DV Y YA Y OFREIES TV, Tewari 5”&, Flu 75 mg/m?, ivBu 16 mg/kg, Cy 200
mg/kg, V< ATG 90 mg/kg 2 & 2 MACIZ & 2 UCBT % 65123 LTI, 2 SRS A % B L 72 25,
AFNZOVWTREBHFL RF =X X ) X a3B o0l EME LTS, £7:, UCBTTH Flu + Bu +
ATGIZ X ZRTALE 2 B# L LT, 4% %R T 2 72912 Bu % myeloablative dose (& AUC 80-100
mg/L X W) IZHE L 72 VY X VBB TSI S T w2,

CQ9:UCBTREDLS LSCNEETHREI NI, ?
()

HLA —ZU#k K F =B Bo0 6 L WGEITHET SN 25, ZOMOBMY — A LR LT:o T
VAIFZ LW,
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(fEEn)

Fioredda & * IZRKIN CTDEFHIFZEIZ T, 136 AD SCN HEH O HCT 12X 2 ENT 2 &S L T 2,
UCBT (%244 (18%) THifT S fu, B Y — 2 T & O A BM#HNT Tl 34 0S (UCBT 92%. BM 82%.
PBSC 75%). 34EEFS (UCBT 70%. BM76%. PBSC 59%) & IZHE L ZIZR O b b - 7z (HLA
— UM% » & OBHERKAE X, 34E0S 2585%. 34EEFS 2377%), — A, IF R ERAE % K I1XBMT 89%.
PBSCT 84%I12%f L. UCBT Tli368% L HREZIZ L WD D DIERNMEANIZH - 720 ZERIEHT TOS I
BOFELE 2 1:01%, BHEFER (10820 E) & HLADAR—TH o 720 LB, RHFFED 87% DIE
BIBMACIZE Z2HCTZ 20 THD, MWAEABRRITHL TEILEOHELZZITTWDE ZEHEREL
LT L 5w,

% 7z, Connelly 5 **? X literature review % {7\, 65 A D SCN OFBAERFIZ D W THEHT L T2, K5
ak— FH304 25UCBT %521, HLA —EUnfk & L L. OS (93% vs 95%). EFS (76% vs 86%) .
AERE (24% vs 14%) TH o Tz XEH CHEHRIZEZIZH 20D, OSIZBL TRA%FTH 3
23, AEEAREITUCBT TRRE W ATREME AR S 172,

LR EORER 2 6 1%, SCNIZX T 2 UCBT OB IZE 3 %<, B Y —2D—>2¢ LT
Zz2TEw, —FH, UCBTRAEELRLEDY A2 Lk 2 IEH 5, UCBTIZBHEY —2 & L T,
HLA —BUM#E 25 L W& 1ITHET S v 3 25, HLA —3JEIf#BM « PBSC K > — <% HLA R —Z K
F—DHFTOEEEIZOVWTOIET Y RAIFZ L, BEOBHECCBMME. filE, H2v»
X Z OMOBMGA k & HREWITRET T 281D 5,

CQ10: SCNEEICXH T ZUCBTORIALABRED LI BHDHIHRINDEH?

(HERR)

BERTET Y ADODH HHERT 2 ATE IZFE L T WA, FlullBu, Cy ® % WikMel #flAaEDH
W7k DREDOIITT S NTRTLEEE SN D, Bu/Cy ZHEARFH L T2 MAC D HELIZHH S
TEY, BREELTERSND,

(fEER)

SCNOHCTIZEL T, BETREL T T Y A DD BRTE IZFEL W,

Connelly & *? I3 literature review %z 38 U, SCNIZXF 9 2 MAC D RiALE & LT, Bu/Cy 23 d % <
BIREN TV EBALTWE, HDEIZER 5 72 Oshima 5 O#EI2B W T H. 184171 114 25Bu/
Cy kB ET HRIMNELZITI TV,

— 5 CH - RN BABEEEIELZE 22 &, X VBEOFHVITLESEETIEFERE S AT
%, Connelly 5 *? OJig% Tlix, Bu/Cy & D %55 L 72Flu + Bu(MAC) = ATG %3E R L T3, &
7z. Fioredda & " O HHMHTIZ & 2 &, 136610 SCN DIERFID 5 £, MAC 12 87%. RIC 1% 13% T
Fi1T & Tz, BIALE DE W (MAC vs RIC) 12X D 34E0S (82% vs 76%). 34EEFS (71% vs 64%). 4
R (82% vs 94%) ILHR T ZIFB LT, RICOFRAMEIWRB S 1T, TE, KiFFETORICOS
CUIEFlu+ Cy +ATG + B ETBI TH o 72o —H. R TIE X X V) XL OFHIiIZ S LTV X,

UCBT 2R o 72485 13 5EFIER S L~z & & % %, Osone 5 1% Flu + Mel + {&f7 & TBI O RiALE
12X 2 UCBTD3H#EZ/ToTED, WINDELRRF—F A ) XL 2HERL TV,

PIE XD, SCNIZHT 2 BiALE IFH A IZIE Bu + Cy 2M#fH & 1, JE4ETIEFlu, Cy. Mel & &%
AT XD IREDTOATLEINER S LT W B, FHHIETO OS/EFS/ 4% %12/ L TIEMAC
ERICTEDIL Wz, SHIFRIC ZFMAYITHRET L TW BEBH 5, —H T, ThHDMACH
ZWIRICH T, T+ LEFKZ S EITEREZ LOTZE TV RARFEL LW O, Z Dok
SRR T ORERE b LITRE SN OHHF A TIEE X Lv, ABETHAULHIH & 38k b it
INnd,
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LB, REBIZEHAEEESOZERI DD L0, VYV YN u—VORGFIZLEI LR
L BAEFF—HX XYV ILANEFZ LVESINTWVS, SCNOBIRIES X X 7 pSEMEIEE % F4:
LTV EI IOV TIREBROIHIZE N TOR WD, EFOBETRIT TR XA ) XLDBIH
26 b Il 7 RTALE AT S 2 S D B,

CQ11:UCBTRED &L S LFHLEE TR I H?

(HERR)

HLA —3( K >+ —23/12o5 5 T WiHE
(E#)

FHL X HLH-94 % & O B L EFRECTEMITA -T2 6, TE 2RI HEL HITHCT 217 5. UCBT
FMOY — A EBHERBEOESIZEAER VWD, HHH—H F F =B H o205 WA ITIE.
UCBT Z#iR3 2, "REZ R D Mid#23% < . HLA O—ZFE 255 W UCB Z#RT 5,

(fER)

HLH 12X 3 2 AR 1Z MAC T50-70% O EFERIHE S N TWE D, FF—Y — 2R BEE
DB & 25 T B, Patel 53 1% 1440/ HLH (644 © FHL % & &) 125 L T UCBT %17 -
720 100 (71.4%) EF L, IFIIZBE R F—F X ) AL %ML TS, HLA—H K F—»n /o
D6 UWEAIZUCBT 2 FETREELTWVWD,

EBMT 2 5 1996 4F » 5 2004 4F 12 UCBT % %2 1J 72 118 4l © FHL @ B HE Sk A 23 2 & 72349, 64E
0S1X55% ThH o> Tze HERMNTTIEI.9 X 107 /kg A EO BRI Z B S W72 BHE D OS2 &k 225
720 HLADHA L TS A4, DFSEGFRBEFTH o 1z, T EOMIEE L HLA —3(® UCB i
HLA —3 K> =212 5 L WFHL BF IR 3 2 BAHOZE I D 5 5,

Nishi 5 *” 1ZRIC CTUCBT %17 - 72 136l O FHL OB KA 2 s L TH D, SHI2hBEDO—R
D B W IFFEMEHLH IR 2 R HCT O ER#EIC & 2 & RIC-UCBT I MAC-BMT & XT3kt
DBV ERE S ATV 2, 53410 FHL 2 #HT S 2. 0S1£65.4% TH D 134l ® RIC-UCBT ®
OSIZ[FAEETH > 720 HLHICEHE L 72 & OHED 72 D I1Z PS4 D BEH IIMO TFHRARTH D, PS4D
BH %R 72 RIC-UCBT @ OS 14 80.0% Td - 72, RIC-UCBT XA B EEM % T 2 23, EEFR
DD, LrLEEAERF2EHOUCBT TRIATE 5, LIt o THLA—H FF =20 n
BE X UCBT 3IRE R+ — L& 4 %,

CQ12:FHLEEICXY T B UCBTDRILERX ED LS LHDHHEREINED?

(H)
TREIRIIHTALE A EE S D
(RERRL)

Patel 5 *912 & % 14#4lo/NEHLH (661 O FHL % &%) 12%5 9 2 UCBT D 5 b, 10#l2SMAC T, 4
BIARIC THMZZ T T2, 6612327V — R £ 721 3IVO A GVHD % #8& 72 05, 18 GVHD 1338
LN roTz,

EBMT %* 5 ® UCBT (1996 ~20044E) #5112k 2 &, 1I8HIOFHL D 5 b, 90% D HE#H TMAC
X ABHEIThI, ZOEFLAEDLBuZEATIKLET2HDTH - 727,

D D[ETRIC-UCBT %17 - 72 134 D FHLBIIZ XS 3 % B ALE O FAG# 13 Flu + Mel +{E#R & TBI
(2-4 Gy) TH o 1237, BHIHEH S 72 201EMAC 12 & 2 281 H © UCBT TR & 117z, 26128
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J TR LTI L 7co Mel ZHEAREIE L T 2HILE 21T o 72 116128V T, 120 mg/m* YLD Mel
+ TBI 2* 5 H & Mel (180 mg/m?®) THRAEE O 255 > 5 72, Flu + Mel Z EARFE & 3 5 RIC X
UCBT #f7 ) HIRICEVWTEB E N LFILETH 5,

DVEO—KMED 2 WIFFIEMEHLH 123 2 [AEHCT O fifi 12 £ 2 & RIC-UCBT iZ MAC-BMT
EHARTHBEAIR TV EHE SN TV S, UCBT DRILE & LT 140 mg/m? D Mel + Flu +ATG 3
HWLTWBEEZLNDD, REEDFOREWERE HEIZOVTIEFSEROMTRETDH 5,

CQI13:UCBTRED &L S L XHIGM BETHREI NS D ?

(HERR)
HLA —Z{ R > =2 WL WIEAITIZUCBT 2% g S 5 %
§: 57y,

FEOEBE 2 L OHE TIESHIO XHIGM i S, 5 26l UCBT % Z ) CHEE Ko7z L
DIEDD 23,

Duke K222 6 741D XHIGM O BAEKAE M E SN TE D, FF—Y —ZIEZBM 2354 T, PBSC
%5 FIZUCBRENENLIHITH - 1239, XHIGM IZRTLEHE, FF—Y —RI2X 5 THCT %%
B3 LiBRTWS,

1993-20154E 12 HCT % 32 1) 72 13045 © XHIGM O [E PR [AI 4212 & 2 B Al sfl 238 & 7z 3,
BAEZRSEDOS, 4 ¥ b7 ) —4773# (EFF). DFSIZZ N Z1178.2%. 58.1%. 72.3% TH - 72
2000 4 LARE, FBHERFAERD 10 AR, JHARPEEI T WEFIZB W TBHEKESEEF TH - 72, EFSIX
HLA —#[f@fg, MACVY XY, BM FF—TRIFTH- T,

b BIE D 564 D XHIGM BE O B FH 2T RE s HmE S hTwa?, 5 5242 HCT %
ZTT2o B Z T T2 EBEOHT R T T WEFITHARTHREIZOS 23 & 55 7z, EFSI3BHHEES
BUTORBREFEZZNURIBHZZ I EEICHRTERICE»o 2, FF—Y —RIZBM. PBSC.
UCB 232z 022501, 141, 3flTH o7z,

CQ14: XHIGM B2FEICX T2 UCBTDRILRERZ ED LS LHDHHERINEH?

(HR)
MAC 2 % LW
(RRaR)

Duke K% CHCT % % J 72 76 ® XHIGM @ 5 5. 5§ 2SMAC. 2] »3RIC T & - 72*?, XHIGM
ERTLE S, FF—Y —RIZEX b THCTE#ET 3 LR TWVWS,

1993-2015 412 HCT % 52 1) 72 13045l © XHIGM D # Al gl 23825 & 1. MAC v ¥ X > 2508, EFS
EDIZRICITHARTEATHTZSY,

D YETHCT %521 722961 D XHIGM BE D 5 5, Bu + Cy 2 & 2 MACIZ & 2 B4l 23 18§ TFF
b, BIFTEEERLTW®, RICIREMAIEEZE 22 LI LA, SROHZE TIEMAC
ERICOBMODEZ R T I ENTE Ao,
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2. ERRBEFIE

LI

SRR EEIEICB W CABHCT 2R ERE TH 2 RENER L LTE, 74V Y —LHTH D
LAGPREERNVI XYY — AR CTHLEIBTHEY A bu 7 4 =R EDBFEIT LN 533, —uF
XVY = LMRITBVTIE, FF—HROHEIRGFHEES CHMfi~2 07 7 —Y & o )ik oBHEI
FEH L, BIMIcBWCTIZIZ a2 ) 7 o EXEEMRBEBET 2 212k, 24y
V= LRIZBWTIE, 2RIz TAEB LT K- —HEMld o RIBBEESHASND Z EITL D,
HCT DIRESIR BB ON D EEZ LN T WS P, o DEBIZE W TRHITHIE L % 2 PAKHRE
WADOERIL, EEIHET LA TIHRENTH D, BIRREI OB EME X MR TR O
YEEILOUDID, o T, HRRBEFEICHT 2HEMHCTO K+ — - Bffifldy —2 L LTk, B
HoBMHEET 25AIZIIIEMEBM X D b a—7 4 2 — M 2% WHLA — A2 5 O BM £
72IZFEMABUCB 258N S N2 2 & 3% v, HLA—H[[AIE % S DBEBIZBWTREL R F—L %2
25, RRRBREE IV, F—EEORKIED 2 VIZRRE TH 2 WREETEE T 2 0B D
. fRRFE 25 O HCT TREIRLS 5 2 & 5 LIFRRHE R F—%2EL3 237, JEMBKUCBT 2B LT
FRTLEED TR BTk DIH4ETIXBMT &A% H 2 Wik F L EORFIEMIE L Tl D 133358360
HEIZAFAHREL 2 LR HLAR—BE LSBT ASND Z L0 BRI NLERETH 2, T,
UCBIZIZZMLEEZ B 3T 295 i34 & En 279, BM & D b FiHRER A~ O R &
TR 0T B O WE LR L N2 ATREMEAURIB S T uy 3 1333583600360 - pRSC 13, FEMEBEMRETH 2
SRR EEREIHER T 2SI T CHERS v,

1) LS HERE
(HR5®)

L aALFEREIZ L a S FEDNMRITHRELR T4 Y V' — ARSI RWICRIET 2 2 L2k Y25 0MMg
A aALFELNER L. MBS, BEHME. ML, RSB AN . FFRE, GO E 2
ERE &2 TIER 2EFTIEIC A L N 2 BEREETH 5, FFEHCTIZ X 218 MTHb N 2 ELHRAEITIE,
WK CRIESHE O Ev b 3 S HHE [ o BEER (Hurler iEBERE) &, HRL ET V7 THEOR W A
a % HE AL (Hunter JEMERE) 23 D . £ OMOIRELIN T 2 E 12D T,

LaALHE 1 Blldo-L-4 Au =X —¥OREIZ X 2HEFOESHEEGERTH Y, HEMNTDH 3
Hurler fE B F CIX RS HCT 2R HERHR & L CHEMS . WA OB X > THIRMRER~OZIER S
HAfF C & 2 352353.300.363) - g JRAIHA D H & IZ 258 R0 & S T & 7225, 19854E 0> 5 2011 4E I [FlfE
HCT 235N S 172 2176 0 BRI AR O FET Tk, 184 22 B £ 5 W Id DQ/IQ 4385 BL_E D s 128
T 235208 & A7) R RRAIRERE % B IR R FE LB BICRIF CTH 2 Z L IURE N TV B Y,

5 2 N 118 (Hunter EEEE) 134 R0 v B2- AV 7 7 2 — X ORIBIZ & 2 XEHGRZERTH D |
HARIZBIT 274 Y YV — L TR OBE 2 E . Hunter FEBERE 123 2 [FIFEHCT OIS 12D W T,
FIEF CHARMBEIR OWE B L NI W E LR TR B EN H#E 2 BEFRTH o 12 2339,
WAE, ZOMRBRE SN TWS, ENTI9904E2 52003 I HEHCT 2FEME S hEHAFEL T
W BB OIRES Tl IMZEME O MEITFE I 17HIF 11 AR S b, BEZZ T TOW W TIEE
FEBED AR T 25191 FR 126112588 btz DITR U CREAEHI CIZ7HIR 1A £ 0. S S ITDEf
JEUE o BEE o BE A A B3k o0 B3 7 & AR R ISR~ DD R b R S 720, 7o, BEEMFTRE
IDDFHROYEELE W Z & ERTHE D AL N B REMIc BT 2 HCT A TH 5 2
EWRBENTWS D, AL DH%E L D, Hunter EFERHIZ B W T H RO R HCT 2586 & % 5
EEZLND,
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CQ1: AQZHEHEICX T 5 UCBT RIEDBEIM & ?

(HERR)
HLA —EUfl#% K > — 230w WA, HLA6/6 A UCBIXEREINDE KFF—D 0O TH B,
(RERRY

LA SHHEICR T B FBHCT O R F— « 8fifd Y — 2 2B L Tid. 12 Hurler JEEREIZ B W TIE
Mk UCB ©F A A S LT b, Duke K% /CIBMTR & Eurocord/EBMT D [ #FZE TlE, 1995
45 5 2007 4812 Hurler SEERE 258 112 % L TMAC % Fl W C A HCT 2% s v, 2o E5ERIX
91% ((EAHPHRMEIOH) TH D, HLA—Z[F@EMBMT & HLA 6/6 —3{UCBT T b EiF 72 B fE 23
Bohi: EMES NS, SERA XY VAEFEREEEZMEIABFER) IZEDIT8I%TH D, Htv
THLA 5/6 —3(UCBT Ti% 68%., HLA—3JEIM#PBSCT « BMT Tl 66% T®H - 7z, %7z, FEMAF
UCBT I3 OFHE Y — 2 22 6 ORISR TRE R F — % 2 V) XL ERFLIERBRIGENE O N
DZRPEFREITH VI E DRI NTIE D 33903 Hyrler iEMBEREIZ B W TER S & IRETH 2,
WIZ BT 2O & LTt Kato 53712 & 3 A « fEMIARESE— UL EHRT— 4 %
W2 FRIIMET 235 D . 19854E22 5 20104F £ TIT 2 2 ZHHE 93 4l % & Lo Jo KAV B E 21644
IR L CRMBHCT BFEME S ., 2D 104ELAEFERIT L 3 SHHE [ BITT77%, & 3 ZHHE 11 HT80%
THo1z. FEIMIBUCBT EIE DM _E2EED &, 10FE2A1FRIT 2000 4E5714 T38% 2 5 82% 12T
L. WM MM BMT B & CFFEMBEBMT 1281 2 104E2EFRT% B L 8 74% L BHEIZRDO L
Ldoilz, £l & ITIEMBUCBTIZBWT, RICOLFHMAC & D b BIFLHREIMEL NS Z &
IR E Nz,

2Q)EIBRE A MO 74—
(KR8

BIEAEY A a7 4 —I1ZABCDIEETOEREIZL D, Mk CorUFIMEHEIEROEE 2T =
WHRRARE R O L & RIB A% k3 XGHEEEHEETH 2, RENKELTH 2/NEKHELTIE,
MARWE D EE, ZEREET, EBEM R ETREL, 20ELET 2RO, FERL O HCT 251
— B IREETH %,

HCT @G 1%, i MRI T D AT EE % 733 Loes score. R0 =Bl 70 & O MR F R BLBE R H 0 AT
FE. FBEFEEL(1Q). FEHEBERE OFEE 4t & T A MIZFEMN L CHIKT S 212 23, EBRHYIZ 1% Loes
score 239 ARG T5 O DM FIIMEBER B D S B 1O FTITE EF 20 THEMTERBRIFTH D B
WIEESNTWBE, L L, FHEED T WHKIEE D% L TIXZKIE D Loes score 2510 s M _E &
BRI B A O HERILHE L B 2 TW 2 D EETH 5, — . RICOEARLIEMBUCBT OFH I
0. ETHIZBCTOIIF TS 2BHREIRE SN2 L1tk ), Bl COENTA KT 4 >
Tl Loes scorel2 sSSP F 2SAME)IG & S, 722 LNEAOHEREG CIHEEICHIN$ 2 2 L B HERE S
X’L'C w3 371)O

CQ2:EIBREYRA bO7 4 —Icx¥9 5 UCBT REDEITIE ?

(HERR)
BT 2RO, FRIERLOHCT 2SME—B R iR EETH 2 ARBERBITBE W T UCB Ik b E S
NERF—YV—2D12TH 5,
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(FEF)

BIBHEYZ b7 4 —I2BWTELES NS FF— - BHllg Y — 2 IZHLA —E 0 JER K F [ g
BM Z 7213 FEIME UCB T 2 ¥V, JEIMKUCBT O i 12 B L T, Duke K% & Eurocord/EBMT 7
5. 19964E20> 5 2013 E I KINREIBHE Y A bu 7 4 =562 G HEY R b 7 1 — 1694112k
L CIEMBUCBT SEME S i, £E04EHRIZ86% (A% HhkfE21 ), BIBTAEY A bu 7 4 —
D 6AELEFRIZ59% TH D, HLA —FE D E W UCB O i & FER AT OB EF I 2 B
HFHRFTHoT LHMESNTWE Y, S50, UCBIZIZZMLREZ B § 2B Lfllud% < & En
27:®, BM & D b FHRHTHERANDOZRIE N Z L AVRB S T B 1330,

CQ3: EIBEREYA MO T 14 —Icx49 5 UCBT DEEFLE X ?

(HESE)

Bu + Cy 2 & 2 MAC 2MEHEMIZH W &5 0T & 7225, Flu + Mel + TBI(3-4Gy) 12 X 2 RICIZ & %
UCBT b E N LE IR TH 2,

(fEER)

BIBHEY 2 ba 7 4 — 123 2 BAERTLE 13X Bu + Cy 12 & 2 MAC 2MEHER IV & 41, Duke K
2 & Burocord/EBMT 2* 5 Q& IZ B VT H 3% ITERA SN T WYY, —F, EIZEWN? S RIC %A
W72 FEMAR UCBT @B F M 2358 & LT\ 3 33373379 | Kato 537 1%. 20094E 2> 5 20164E12 1645 D
INERIMEIEIBEHE Y X ba 7 4 —I12%f LT Flu + Mel + TBI (3-4 Gy) 12 & 2 RIC % W C[HEHCT
(GEM#FUCBT 1461, HLA—Z[FIHEBMT 261) 2 EM L. £ DO SERAFRITIN% & RIFT. W
WADOIEEER) TIEEAER 18 2 B F TITHREFAIIERORE T 72 3WEME O N Z L WA LT,
HAGE I« iRl e — b B8 7 — 2 2 H W72 1988 4F 02 5 20154F F TIT N S L7z /I
HEY A o7 4 —994i12x 5 2 JEIM#FHUCBT (4841) % & L HEHCT D% HHIMETIZE VT H,
Flu + Mel +TBI (2-6 Gy) IZ & % RIC 23 F & 4172 39 51l O BB AR BAR 13 Ath o BT ALE A3 W & 2172 6045 12
HARTEHEBIZRIFTH D, 100% D SEREFRBE L TV, JEMBEUCBT BAE O kb 3
D5, SERAEFRIT2007FER/THR T68% 05 97% 128 E L, WO BMTIZB ) 2 SELEHFR
93% &R o Tz F Tz, Al ATEE 2 B TOMETTH 2 H3, MREEFT R~ 0% R IZIEMm
HUCBT DA HBMT & D 2 &SRB S iz,

3. EnEEHALERE
(HRim)

BEMEHASREER L. BENRTFOBEIC X > GEIMMEO ML - i skEE S Bk
FERTEHEBHOBRI TS D WIMEKIEA % = 72 3 Fanconi & Ifil. e RM AL A4AE. Shwachman-
Diamond JEERE R B — R R O MLEKIEA % 2 3 2 Diamond-Blackfan & Ifil.  EEJE 56 KM I A BRI AME
Fe KM BB M IMORAE L EBEZEND, WTENLHHEERTH D % dHHE OE W Fanconi
HIMNTHEMFIELILS- 10 NFRETH 5, o T, BEMEEHASEMER IS T 2FAMEHCT, &)
DI UCBTIZELTZE T Y AV RVDEWHTHRATFRIZIZ L A &R BRFENTFROFER D
EEI N, BELHIREICHHS ATV 5,

BEMEEHASEREOFER T, BHARIINZ TERFTE R EOFERIIAEZMHED 2 E03%< .
FEMEEOSENL W LA LNT WD, AFEHCTIZ X 2B EHASICIEERTH % 53,
ZNZNOEERE OMOIERAOEIRIE % <. HCT D)6 13 B AR 4 0 FIE B 8 1 g3 E % (MDS
X AML) ~OBATOH TG U THRES S 15, BEMEEHASEBRFICN S 2 FABHCT I8V TEL
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SNBEMIEY —ZIEBM T®H %, PBSCT TIHEMGVHD OFRIER 3G L . BB R 2 E R
TIHEMEGVHD SR DBAFIED ) A7 HTFTH L I EIWRENTVWE Z LS Z b BE
2 BRI Y — 2 & LT PBSCIIHER S 7t v, FEMZUCBT IZE L Tld, fERIZAEBRERR
YEF PR OB AU X 2 BYYEIZ X ) T L REESE O TV Lo 7228, BILETEOWR % LT
XD FoEOR LSS TE Y, B ZBM FF =B 5 T WIEE IR & B 5,

CQ1 : Fanconi &= 533 % UCBT DI i ?

(€i:359

HLA —Zf#% % 7213 B M BM R F — 230 WA, & ITE S EE ~ o B F Tk, UCBT
LERIND,

(HERR)

Fanconi B IfiL 1% —#B % bk & WAL HEEE R T NIMEREA 20 2 28 o a3 - R0
SLH - ARBR - MIBER 2 L W o B AT R 2R E § 205, TR T o BRNRFEEZRO v
BldH 2Tz, NEB X CFER OE MARLIEIZ B Tl Fanconi & Il O AT ENE b S I G R Ha 55
MR 1T O DB D 5, BRUEFAREMEN & LBOFEEFLELH VLN, WKkEFELZ 2T 2
PLRHAEMLOBMALDD 256, H 5 WVITEMMRIERE ~DOHERE A O NI GE TR o FfE
HCT DG & % D BM FF =G5 T WHEITIZUCBT b E R S LD,

19884E 7 7 A 12T 57 @ Fanconi E Ifl © 5 VI HFERIFE & 1728k D UCB 25iE & VB 5 5 1
72 O SR CTHRA O UCBTHITH 2 0, RS HEARSAEMER 2N 3 2 HLA —ZFHE UCBT 0 F
JA¥EIZBI L Tix. Eurocord/EBMT 2* 5. 19984F %> 5 20144F12 48 il Fanconi H ifiL & & & 97§l D EAR
VB BEAR AE AR 12 L C HLA —BUA R UCBT 8 i S e, Z 0 A& 13 90% (75 H HRE 18
H). 7T4ESEFRIT9% & BIF LGE MG S A Twa®, —JF, JEMBUCBTIZE L CidfiogE
BTN T 20 LARICEERLORRAFRETH D Fluk &OHITALE OZ AT X 2 sifEm ko Hi#
ENTWE 23 FRNIT BT 2 O & LTk, RIB5IT X 2 HARMEM « e ifomkEs
— (LB T — & T W TR HME 235 D | 19874E 22 5 20154F & TIZMDS X AML ~ O AT
% ¥ Fanconi &ML 1361123 U CIEMARUCBT AEMS . 2 O SEREFERIT50% TH o 723,

CQ2 : Fanconi Ellicx¥9 5 UCBT DE@ERIALE & ?

(HERE)

EHHTLE IZE L > TOL WA, Flu & Cy (40 mg/kg) % & LiR B IRIFRILE 2 HER S h 5,
(fEER)

Eurocord/EBMT |2 & % Fanconi £ IfiL 93 {5112 %f 3~ % FEI#% UCBT O£ G HRMIMRES Tl AEFE 31T 60%.
QEELAFRIT40% TH o 725, Fluz & EiLE 2 W & 172 57THl O 24 1FRI1350% & Z DD §i
AL DS & T2 366D 25% 12 R TEW Z EAVRE N3, HiiWwT I 2 Y 2 K% 5513, Fanconi
B 130153 2 JEMAZR UCBT 2 & &% K+ — 226 OBAHIZHB W T, Flu + Cy (40 mg/kg) + ATG +
TBI(3 Gy) IZ X 2 HiALE Z FIW T O E S B REICRIFCH D, FEMBKUCBTIZBWTH, 1761415
1 (88%) IZAEZE A5 b Tz i S i ™, FEIMAZRUCBT O i ic B84 2 o T & LTk, ik
PR S & UHLA —BUE 0t 25 D 323580 2 6 OffF R4S R % & I2EBMT T3 Fanconi £ il
ZE IR AN B SRR I N 2 JEMBRUCBT I2 BW TR Flu 2 S OB 2+ 2 2 &, B
HIFEE >4 X 107 kg CTHLALPUREAR—HE ThOa =y M 2T 2 2 L RS LT W3 ™,
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CQ3 : Fanconi BEIUA DEEMEBHALAEEREF ICXTT 5 UCBT REDBIS X ?

(HEE)

HLA —3Ufi#% £ 72 12 R F — 230 WA, UCB% R — & LTRRZ LITFYTH 3 25,
ENENOFEEBIZB T 2BHEFI BV TH Y | BRFRATIZZOMEDSFIZOoWTOFHIIIHREETD 2,
CFEE)

Fanconi & [l A4} @ B8 AR ME B # R 2 REE R 12X 3 2 UCBT 2B L Ti&. Eurocord/EBMT 2* & 64
] (Diamond-Blackfan £ IfiL 214, 5% K M 486 B AL BRME M /N A E 161, 4 KM A b A 225 8 4.
Shwachman-Diamond JiE fE#£ 2 5], EEE J¢ KA IF R ERIRAME 16 1. 2 FHABE 1 601)) o Bl 23845 &
TW33 HLA —EUME M UCBT 2347 & 172 2001 Tl EHRIZ 5%, 3MEREFRISY, LR
I L AE DS b Tz, — . FEIMABRUCBT 23550 & 724405 Tld, ABZERILS55%., 3ELEFRIL
61% TH o7z TDEEDE% TCHLAR—HDOUCBBMEH S TEHE Y., HLA—BE D EHWUCB %%
R$ 22 L2k ) ERED A L2 S s, Fanconi B MM OB E AR SIERE T Z N E R
DEBIZB T 2FAMHCTHI HEIDETH 2 2 &5, BHEFEATIIEMEY — 2 O i< UCBT ®
PLE S Iz oW T Ol IZHEETH 2,
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