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HRMEBARIEGER, SEIEBWEBHRFOBEGIZX - T, &ML « 1
TEASPER SN TR % S T IREBHORM TS 5, HIEEIZFOBER, LELEE
MAED B2 & EF S5, MERBAITMA TREN A ETE, NEFIEZE0H
WHTRARES 2 EMZ 0,

NMERIE D % & 7o T REEHARIEREE S LT, 7 7 » 3 =ZIll (Fanconi anemia :
FA), HRMAIALIE (Dyskeratosis congenita : DKC), ¥ a/Ny/n\< v ed AT E
N fiE % Bt (Shwachman-Diamond syndrome : SDS), E 7 vV v fE &t (Pearson syn-
drome : PS) WAoo TE D, H—RHOADMKZPA2ETE2EDELT, Y141 TEY
Ke73v7 77 4l (Diamond Blackfan anemia : DBA), =HiESe KM ERIEAIE
(severe congenital neutropenia : SCN), &R VEMEEAZFEREE M/ MRIEVAE (congenital
amegakaryocytic thrombocytopenia : CAMT) 72 EMEGEh %,

G MO R IZ, ThEnOMKIPITZANTH S DD, FA ® DKC D
K DI ES EOBRRAIHESEEALPTOI ENH 0, Fio, BEHROMH
18R 6 E 1% (graft versus host disease : GVHD) 13, —IRFEMA OHIINIZ >
2tk b b 5720, THENOKEBORHMEEZR L, B0 R & ikE T,
Hl DIEHRIE DA 2 MG U CTE M O @62 HE T 2 BN H 5,

[DOo0o0o0

DOENT B B ERIEEBEARREGRE O RAEHE 3, xS HE DRV FA £ DBA THiA
100 HAY720 5 AfitThd b, FERFRIERII5 ~10 Aic& &% %, DKC ORAEHE I
o TEHHAE100 TAL7ZD I AELDNTED, WTNOFR D THEEBRTH 5
72, HWEBOSHRBROFRAZRKIT LI BAA RS54 VIRIFEE LI,

LR 13, DBA, SDS, CAMT, PSITBWTIE, FLAEDHTARBICE SN
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575, FA ® DKC 3 EHAZOREMEN ST IETH D, H50IXFHALORAEN I
o Rh o2z nhsl Ebdh 5,

KA RTAvOHRELT, BRI —-HLEREED 2D BHNETH 508, FA
® DKC 75 &, FRIB RS HE S EEL U3 OERBICB O T, [A S i H0 fa # i
DX RIZIFANIC 40 A ICIRE SN S 2 EN—RITH 5, RRMEBAZIEREEIC
BOTOEHAZOEREEMIERRIUCEHETH O, HEEIIHEAREE M & @05
BRHOSON5, 001, HFERICHEIREREE S EERT,

noooogdd
SR BRI E RN B ABMEILED O IR,

goobbbbboooooobbbobboooooooboboon

« FA T3, B#EERIEBOEGRE & BA A BYEA M O #5238 U ORER & & 5 038, AISPEA I
(refractory anemia : RA) TEAZE L RIEK LY A% RIS 2015 iEH Tk, HLA AR
—HIEMBZE N F— B E2 D THILEB T 5,

* RAEB « (UK TiE, (LERED SO IEH TORGAIIRTE 20w, HLAL HUR
A—Flk K+ —, HLA —8(~ HLAL $iliA—EFEiM 8 5 — 2 RN 5 1 D # i
LAY THIGET S,

« Bofili K+ — i3 HLA —HRRMsHE—#INTH 20, RREBRETHSL I LE2mNT 51
W, FA TRYPOUANETERB%EZ, DKC TRTRATERZ V-V 7 %415 Z &EnY
F LW,
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~#3) WIFhhEiikcIdbD LT 3,

# 1) MOEFEENEIITH 20, FEITH-> THEMOEFEMESEEETH 2 A M, 5
FeHEE LT, KEREDGHRES EOAIENE I SN OEIBRE X 7o
1 F2ET 28460, BRERELRIT Y7 0ARY v (CyA) KIKkIFT 2845715 &,
#2) ABEREE ST 2 BEERMELRET 520, B D Granulocyte-colony stimulat-

ing factor (G-CSF) £ 5. M8 RYYAE D F M 12 A v R 75 EAEIF TP ER IV i,
#3) EHFAHIM &AM T I D B IR % 23 5 I/ M i,
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INKLD FEAE R & X RIT, RAE MRS R & 55688 2 105 LAY 12 Lk U 72 Euro-
pean Group for Blood and Marrow Transplantation (EBMT) & Center for Interna-
tional Blood and Marrow Transplant Research (CIBMTR) & 5 Oif Tid, AKAY M5
AR KRR (3B BEAS R & LEIR U T, MR ARNICHEIZEYE GVHD O$ER S <, HAF
EHg o T, &7, EBMTIZ& % 795 fild FA 129 2 i MM AEO Bk T &,
AW ML A T 138 YE GVHD o3, —R2A OB UGN Th 5
EMRENTN S Y, 181 GVHD 3 FA 128 WO T O T LA A O RIE 2147 B H
mEEs I EMASNTHED Y, DKC T b [ABRICHII R - LS AP GRICET 2
TEMSY, ThoDOHEBITKT EMIE Y — R & UTRMMSMEiZ#) 2 & TH A
9o iz, FAITKT % 93 Bl I MM OHRE TIE, 3FAEFERIT 40 5 %T,
JER D 31% I8 IEGHE, 21%MEEALR E, FEMRE M E B A & ik U TR & IHED
BEEDE L, TRBBEPB O TR0 MoEEBTRBMAIOHMENDHIcE L% 5
CEd S, BRI — 2O I IEKEE T H 5 A%, KRRl 81 5 8% GVHD
D EEIN P ML 7 M AE 1 36 1 2 EGYRE, HEEAROHMIBR RN TBRTEE
{, BIRFETRERMEEHAREF TG 2 &M iomiiay —x & LT, &
iz RINT 200HEE L,

NOoOoOooOOd

gooobobodlFrAD

FA X3 2 ol o & MM iE HLA — FEEMBHE T S, JTALE 12 B R MR
# (TAD 500 cGy &> 7 mHRZA7 7 I F(CY) 200 mg/kg % W7 HiALE TIE, B
I 80%ITRATEY, ZDH, TIVFILEINO GEZHAZE L TCY % 5 mg/kg/
H, 4 HREIZHET 5 Z & THLA —BAREEBAED T HBEFELLY, Farzin 6 ©
B HIDHRETH TAI 400 cGy, CY 20mg/kg B LU <H THINE 7 o 7V >~ (horse
ATG) DA AHET (5H]D monosomy 7, MDS, CMMoL % HLA A~A— K+ —T
FE 5T k), 10 FFAAEHR 89% & WS A ST B,

CY 2l & U7cHiiiliE TR 28 A bITThNTE D, 77 V513 HLA
— B K+ =25 OBAET, CY BB 200 mg/kg 2 5 100 mg/kg 1K L, &
512 80 mg/kg & 60 mg/kg THIEE LT — M ni®, 80 mg/kg 25 L7 T
BTz efHsEE L, 4FBEMER, 60 mg/kg 25 L 23HITId 7 o—F Vs 2E
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ZPED 2 BlEBROC I 21 BIAERE U, 22 BIISEIAFEL TH 0, HEEL Eo 2tk GVHD
DEEE 60 mg/kg BETH M o 120 X 51T 43 FNTHEHI 2 M U el 'V TH 93% DA
FRT, BHAEEARD 1 FIIRHBHTHE SO, BIHEHRIZ 46T, 55 2 FlI3 B
THHF s hic,

7V E Y (Flwid, bEICE 0T 2000 FIc8E KRB S non, FA BFHRMIMLY
v NBRE R Tz invitro O QiR Ess AR T, IEFA BB LRIBE OB L E 00
ZEMRINY, FAIZB T reduced-intensity conditioning (RIC) ® key drug & 75 -
720 HLA —ZREEBHE<id Flu 150 ~ 180 mg/m?% CY 40 mg/kg 8 LU ATG DIER
FETALE T T HIR T HIASEEAG S, BIFSERENSEONY, 350, FEMEFF—®
HLA A—Eufif K+ —72 ER0 N —Bfic B0 Tsd, HLA —HFRRMBMO fiLiEIc
TAI373W0 L 4.5 Gy 2MA T 2T HIEBAE L, BRI aEo 1 F%kk < 26 FlgmBEiE T
HEHFLTI3%EVIHERENBFSNTNSE Y, KRETIE Wagner 57 12X 0, 78H#]D
HLA —82 54 98 1o FA A ITHT 2 RIMHBEBAICE T, Flu 2 & GRTLE &5 %
OHTLE & DR TR b i, IFPEROAFE I, Flu 25 CHiLE & & F S OFTLE
TZhZh 89%, 69% (p = 0.02), M/NMROEFE S REEIZ 74%, 23% (p < 0.001) & Flu
HTENTEY, 3HEAEGFESEBICE2%, 13% & Flu BCTRIFEEESHEOATOL
(p<0.00D)e £ 7V TH5IX64HIDFA KT Z2BHEAEIRESNY, 31 Hlo HLA
—HRIfufB A, 26 BloEMBEBH, 7460 HLA A—HIE#HT, 8 ThEMFARITZH
Zh 87%, 40%, 69% TdH - 728, FElMkEBHI S 1998 LT U TZhZh 10%, 72%
(p <0.05) EAEAFREMA LU, Flu 2 & CHiILE, &FZOELEEDHAFROHIRT
i3, T Eh 86%, 59% (p < 0.05) & Flu HENAEIZENR TS,

FA IC4 2 BAERTLE & LT, CY 20 me/ke % i 60 mg/kg & Huis & L7 Fill
B &, Flu Z 3G HiILE, B RS2 & OHTLE D W3 h 2 BT 5 3ikem & 75 5 2,
MFFFBRIC BV TE, ZhSDRLED BN ThhTH S, A FEFRIZIHhSOD
BIALIE IZ X B A ik L7c & 2 A, CY 60 mg/kg #Eix CY 20 mg/kg #EL O & 10 4E4
FER IS BAFT (91% vs 82%; p = 0.035), HUFTHRIES 2 & AL E SIS RILE X 0 &
FEIZIVEEFRNARTH D (76% vs 91% ; p = 0.005), Flu %= & LRiiALEF 95.2%
DI b ENFEAFRAE ST (p = 0.030) 7 e LT, CY 60 mg/kg % ML
TCHTALIE E, EFRTERTO I & 0D MIMPERE K OBIENE < (20% vs 5.6% 5 p =
0.049), CY 20 mg/kg i< Flu 2 MA 72 HiLE Dk BN T, FIMBEEHBHIZE T
B B IR S AT & RIS RTALE & @ I3 fTHh M THR 59, Minnesota @ 7' )L — 78
300 cGy 5 150 cGy ~DHFREZHA A 2, HEH OB RS h T3 P,
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DBA OIEEOFE—FRIFRIBTEEZ T a1 FTH O, ¥ 80%DHITERINT %05, BEH L
2% D1F20% T, 40%3 X7 01 FOR G2 L 57201 S ORIMEH OfEE
MHY, D 40% 3B & CgkF L — MERITIKMEMEICE 5 Y X7 a1 Fig#IcAm
MR T a A MEEEOHIZENT, N F—0F&HEP 2704 FORLERIZX ZRIEH %
ZELUT, SMAREBEMEIH%RET Sh b, Diamond-Blackfan Anemia Registry (DBAR)
12Kk % 36 HloHErTIE, Btk 5 FEALERIE HLA —H BB T 72.7% TH > 7228,
REERF—BRHICBOTIZ19.1%IcEEED (p=0.0D, AEICHEBEIARTH - 72",
FEBI O FEH OV HEM (L H 5 A3, International Bone Marrow Registry IBMTR) IZ & 5 61
BlOEET & 34FEAEFRIE HLA —HAEEBH T 76%, & FF+—BHT39% EsnT
0B, WIhOHE SR KN —BHOBEPARTH 508, B F+—BHiflid TBI
EHUNLENZ S, 2Hh ot TOMBARNE V> RO 28H 5, HANLIMLK
FRBEARMEAMEZRERITL 5 19 HlokETid, 6%lo HLA —HFEaBEBEAE, 7 # o0
JEMiE R, 3 BoIEMBER L O 2 Hlo MBI ML, 1 61O ARHY M Ia ks o
aEh, FMEEFLO S 5 2 FlstEEh, 1HITEERET, KismEgmo 1
Bl &FET U7 Ay, Mg 701 %2 L e 13 Bl &p AL TH 5%, Tl
DBA izxt9 2 MBI HTE T & 2 435, GVHD O filiiids RAF 72 b AE T, MMz N —
ERIFOBMSAEZ L D 5,

gooobbobbodlbKken

BRARIHT 2R E LT, HAERRMEZ IO BREESHIC X 2 PEAE O REFN T
LT, F+V =N EDEARMEFRIVE v OB GIHEIREN TV B, ¥ BE T
W IR ERSIBD A SN DB T ENH B H, MRFANRKIENASNEETIZ2~3HH%:
HTHrIEbhD, FHEE BHASEORIEHOFEENSSHETH S, B itk
FEAEH] T I MRS IG & 78 5 08, MRD TRBHEB T 5 7o EHIz D50,
G BB SE R BT ALE OGRS, I DNl &OHE R IFREE S & DGR BE AR X 5
BT, FRCIEMRE N —» o OBMIEMO TRRTH - 722 Wy 4R, B BEFEmIE MR
ENHASNS X122 0, Flu Z2EUHTLE TIIIEMBEE BRI 0T S AL H]
HmERTHE P,

guooobobogoooooobd

VanNynv v e 4T E Y FMEREE (SDS) (3, 9 20% 0 EARMER M EZFIEL,
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20 ~33%1E MDS 5 W\ id 7 m—F IV RE %, 12~ 25%(d AML =R4Ed 5 ™, L¥
BIRIC X B IEWE M TE T, SIMMRBAED A0 RIGHIE &35, BHREEN T
BT, Ml gD iG B OB 2 <, b ARAFEHRIT 60% S s T,
Flu, L-PAM %4 RIC O#RH T 7 H1 & DEBI2 08 5 2B EFA LT B E0 I | b H
%%,

EAE S R PE I R ERIR A RE (SCN) @ 90% 13 G-CSF T K9 5 28, EMH#EEIZXD
MDS/AML ~OBITHENNT % 728, G-CSF MR 5 5 U ISR SISHIZ 3 U THs i
BREAGEIRE N % 2, MDS/AML #1THi® 11 HloB T, SREMEMITLE %2 i
10PN THEEZEL, SPIDBEFELTHE 00, 0B R+ —BHED 36T 1 HlosHHE
LTV, bAETIE I8 FIMETFEN Y, 3 #1% B0 CTEEBIENRILESTTbh T
B0, WIRIBAHLT 12 B4 U, 4 BIDMEH D 7o D IS B A 32, 16 B4 FERTH 5,
B N —BAl 9 6T 1 FIFIHFET, 8 il 3 Bl THEM AR D 72As, 2 BIAEBHT
HEL, HBMZLO 1HIEEDTIFNERFL TS,

S R EALERYE I/ IGR AV EE (CAMT) (%, #950% 03B BEfEIE AR & F65E L, MDS %
HIME~NOBIT RO 6N 5, BIFFHEZ T 04 KPR CyAn—@oMEERTILEH
B0, MUGEE G MAMEBE TS 5, HLA —BRIERBH T ORI IR
BRI TORIhE ™ MG ST B0, DPEAIOWEGEITEEE > T3,

vooad

ooooo
BRARLEIC D0 T, FA 2RO THABREFBICE SOl Nd 5 LiIdF 0k
Vo V. BAEBURE TR Lo & 512, FA OBRERTLE X HLA —8RlE (k) K —ig

gboboooboobgRrRA RAEBOOUODOODOOO

HLAOOOOOOO oooono HLAOOOOOOO

Flu 25 mg/m’x 6 days |25 mg/m*x 6 days Flu 25 mg/m’x 6 days
CcYy 10 mg/kg x 4 days | 10 mg/kg x 4 days CcYy 10 mg/kg x 4 days
ATG 1.25 mg/kg x 4days | 1.25 mg/kg x 4days ATG 1.25 mg/kg x 4 days
TLI/TAI | no g oooon TBI 456y13000

OrwOOOO0O000O0CYDDOOOOOOOOOOATGOOOOOOOOO0O00O0
TAOOOoOoooooooTuOOOOOOoOoOoOoOOCOTBIODODOOOOOO
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BOTRIEBEHFILENENTE D, CY 60mg/kg %W id Flu & CY O E L&
U 7o BTALTE 73 BAF 75 B 2 XD T 5 RIS B A < I3RS & Flu, CY, ATG
LA GO EIEILES O B0, FEMBEEE MR £ 7ZIEFBOERBVIE0E D
D, FEBHEHL A THS Flu, CY, ATG TR TLSEEENESNTHRNI EHRS
T3,

Db o BEFAITH L THEES M A HTLE L T 0@ D TH 5,

DBA 12344 2 BAHHTLIEE, SEX2ThHY, TBIA 10~ 12 Cy & CY 120 ~ 200
mg/kg £ THWL2H1%®, Bu 16 mg/kg 7» 5 560 mg/m’* 12 CY 200 mg/kg ZMA 72 d D
7%E, AMFISEWREORTLENSTTONTE D, FEPRTBHICHEAY 25675 &34
FTLOHIETEA L, LALAMNS, reduced intensity conditioning (RIC) 12201 Td
R AE S B AEBIE D ER N OO MBIRTH 5,

DKC IZXI9 2 BAERTALIE T3, BENHERS @R CY (200 mg/kg) AVREIREREE D
EREALP, MiHEAE 7S E OIS PHEIC DN B 2 EMnS, Flu #MATCY 2HELK
RIC iIZJifs 8% - T 5, B N —TiRDBREE TORSRBH 2 M TEENES
NTEY, GBROEFDOERMBRIN B,

oooogoo
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