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BARBRMERIMIL, KM TOT X TOIMERDREA QLINERRED) & B8ORS E O T (KE L)
ERHRE T —oDIEFEHRTH D, EBIZIZ N O OREFTRZ RTEBIIESZ LS HD=0, TOHhhn
O, AN L0 AESRMOEREZRATEZ LI THIO THARBHEME T2 LN TX
Bo HROAREIL 'BHFIEEZ R TR OZEN RN L b 59, EiEsa N ERE b L
Whe) LWH ZENRTED,

2. R

DOOETITFR 14 (2002) 4RI JEA G BFL P70 i Bh & SR TR BT IR 78 3 TR M

PR 2 A MIICHE ) IZ XK > CUGET SN2 EEN R ERBOREICHN OGN TE 7, Ak 23
(2011) 1 HIRBEZ K> TIRESNTZSGT2M R ER AR 1 ITRT,

EBEHIZ I~ 7 a B2 <10g/dl, HFHERC, 500/ w1, f/IME<G T/ ul @ 3TEBEDH>H 2L k%
7z L, BHENMEEROBEICOABFAERBEREL EZHIN TS L, 2 HELE T2 ZTHETH
BEITIM B &G ATV D, BKTIE, ERRORBWHHEZ - 39, BRI REER 238D 20
BRI 51% idiopathic cytopenia of undetermined significance (ICUS)ICH¥AINAMHENH D 2,
MR D72 D12 ICUS LW SN2 HID 5 b, BREEZERMET LT aBloZ% ik, HAERENME
B E R CAEWRELZFF > CTWAAREMERH B 3, Tz, BT/ IMOED 7210 238D, EO%EER
BHEMICERTIHEHD
®1. BEFTEMAEMOZHEE (F/ 28 FEHRET)
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O~EZ7 1 ERE 5 10.0g/dL Al @AFHPER 5 1,500/ w1 ARfili - @Mi/MK ; 10 75/ u 1 Kl

PLILERIB A DRI & 72 MO B EBO 220, PLIERED 2 & 723 2 & OOV MOBRERIIE, AMpF, Bl
RIGRUEGRE, BBAEE. BIFERMA~E 7 o © U RE, BERFIREE M., BoEss., kY oV,
R RENE, PBERETLERE (TFREZE, MIRIETCEIER &), REMET Y 7~ b —7 A MIRERIEGRE, &
JUER ENEEND,

LUF OB RO IVULZ W O ML E 2 85,

1) HEIRILERSCA R B/ MR E A D HEIN A 220,

2) BHMEHFTR (Vay MEREET) 1T, BEA TIIEEMIEOBLD NS 5, FEEIEF TIL, FRENL
IR > TUIABMBOBD N2 &b b 223, BEZERKITED L Tn5, MlaRsfkFs L TWD54E. R~
FERITIT UIX VIR R B 2 53, BERIER O BRI AUITBAZE CTldiev,

3) BRI R CEMAIRES ORL R H D,

4) MiEEED EF & REafmgE oK TR ® 5,

5) MNEHEMR D MRT Ci& AR O & AR OB %2 RT3 S 5,

6) FIEMEEMMGRMIEREOMERSRE SIS,

BWHIZB LTI, 1., 2. ko THARBMEMEZE ., 3. ICLo THOEBEEZERA L, 4. 1Tko
T2Wa SbICHEERbO LT 5, BARBMENOZMIIERNICMIREDORINC L D, 72720, FEEE
BICITBREMIEIC LI LIRERRRE N A LN 5720, 3FER - BRIREESEER OB Y R BH 03 72\ VB R
FRIEMRE & OENINIHECTH D, ZOEOBERTENIREIOLS U TRET Z2LERD 5, HERRICED

(REMHRIEN & 09 BRSO HEICH AR FRENH 2 MAEFTR & LT, PNH A
Bk HLA 7 7 2 17 LVRKRMERDBEIN, M ke RATT &M (320 ng/ml) 72 ENRH 5,
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AR BRI B IROBIRS A 1

stage 2 HAEE LN 2 B UL Rz L,
a ARIMERERIN 2 LB & L7,
b ARILEREG .2 B2 L3523, EOMEEITEH 2 HALR,
MR i BR 60,000/ 1 1 i
IR ER 1,000/ 2 1 A

/N 50,000/ 1 1 A5

stage 3 ROREIE LITO2HBAM Lz L, A 2 B E ORI 2 72 &35
MEARMER 60,000/ 11 AT
I Bk 1,000/ p 1 A
/N 50,000/ w1 it

stage 4 HOE LUFo 2 A Ll B -3
MARIMER 40,000/ 1 1 A5
IR ER 500/ u 1 At
i 20,000/ 1 At

stage 5 i FHRER 200/ p L ARGEITNAZ T, AT o 1AM Eaim/zd
MZRILER 20,000/ p 1 R
i 20,000/ 1 1 A3

5. & %

DOREOBREEIL 1993 FEDOLFEREFIE TH 5000 A EHEE SN TWA, FFEEICL A A0 100 5 A
B OFEMMRBERIT 21 ATho7z % 72720, 2D OHFICITHAR BRI B B B K
JEBRE (myelodysplastic syndrome, MDS) =° PNH 72 & OFEBIEBEN S EN TV ATREMERH D, A
EOEEZHER (W) 3. 2014 T 11,000 A, AL 8.7 (/AT 10 ikt) Thb, i
FHEEFICHE I SN DA THERE A X A5 Tk, 2004 £~2012 £ 9 £ DO REERBILK 9,500 (4
9 1,000 N) | MBI 8.2 (/100 HAH) Lg%, BEREOMER (/%) 1X1.16 TH
D, Bl t 10~20 & T0~80 A TE— 7 WD LI, @O —27 DEFNRKRE DT, BCKHE
EOREERIT, 1.56~2.5(/100 T AH) LSl 0 EERbBEORMBRIL, 2 bzl
BV, TNET, 7VTICRBITHRAEERIT 4~5(/100 T AE) EMESHTEY 2, FMCkiEEICHE~ 2
~3fERWZ ERM LTV D,

6. JRN - JRREFRA

1) RV

(1) Fanconi & I

BEOIMPHITIX., BEHOHINIZE R T diepoxybutane 2~ A h~A > C D X 9 72 DNA ZEF5
FI~OIRFRIZ L VL WY EAREEINE = 5, Z D7 Fanconi &I MDYREREIX . DNA2 ARGHZEFE T
HIEEEEOREE L Z 2 5T\ 5D, Fanconi BIMITEBGINIZAERERTHY . BEETIZ 19 0E
BB G REE SN TS (Fanconi BILBZIRO BRI A R), FANCD2 53, DNA ([ZFEE A4 U-BRIC,
HANANHIEIE T Td D BRACAL & HLR(ET % Z L1 . FANCD2 B A7 DNA BB ICE b~ TnWhH Z L &
IRTANTRREHLE B 2 535, Fanconi & IO MEHHILIE Z L5 OBIE T BEDT=DIZT R h— A
R AN

(2) Dyskeratosis congenita (DC)

FZ & ORIk aFRIEE ., INOZEME, Ml LR O BBE 2 FH & 325, TRAET 7 5 £ T A mERED
i, /A BARRMREMR EEZRIET 5, PIIX 202l CTHhoRIET L0 LH 5, %
IR MBEE T, — BRI Y B 1259 D, Fanconi &L & [AIFEIZ DNA E1EIZ 5% 03
HHEEZDLNTWD, WRAOEEMEBEHTIEIT o XA 77— RNA BEFICEERHY ., FO7=HIC
TOATREOEMNAOND, FRMELEEZON TCWEFAREMHEA LM O—ERIZ, 717 AT —F RNA
B TORENRROLND Y,

2) BRIk
(1) FpFEtE
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Y ML 23 9~ B & U C iR s B B OB R L | S T & A S A 04
EOTONEELEEZ LN TS E O UXEBEEFIRO BE LIIEICEE L TWnWH EE2 5N T
Wiz, Lo L, RS M E AR A 12 O FF A BRI EE CII RN L v By R TH DI
LN T8 T L A LOHIT R —HROELNEIET S, O, BRSO R E 8 EAE
AREMEMORIEIZBES L TV D Al Refh iRy,

a. 1 MENHAE A & o R

ZAUIBL T OFT A B HERI Z TV 5,

O BAERNEMEAEN & ZW SN EBE OIS, MIEREICE N > T2 REN VDI 0b b3k
BEMBRHESN D6 7, OBIZMDS - A E A mRIc BT T 56 A5 5,

@ Fanconi B0 L 5 |ZHFEDBE T REIC L - TRIET A FAERBHAMNFET 5,

@ —EHOBEAERBMHRIMBEZE ORI 7 o — U MEHIRER (Z7aF )T 1) “NBOLNS, F
7oL A3 IERIORER) > — 27 = A2 KV | 36%I1THHYS T D 156 JEFIT 249 O AHEE R 128 AR
HENTWA, F1TY BCOR, BCORLI, PIGA, DNMT3A, ASXLIZE BN ESEE IR D b 2,

@ FttoBFARBMEREIN & BT i=flodice h7r AT —F8 RNA B FREFESCT AT —
B GEEREE TR EOT7T o A THBEFICEE RS ND Y

b. PRI & 2 & i o i

CoRE IS X 2 s iE D5 E 2 R T DRI RIZIZU T L 2 b onH 5,

O HERBMEMAEE IR LTI NA RO R —7> BRI E I U2 B L
7256 KRR LG o FIE S Sy, —75, RS HRAEICYE U2 g s 228
MERTVER ICHEEHAERBE T L 1L AEOHIICEIERALND, LR -T, BEDOIK
P, IEFE MBI 2 5E T 2 BN GTEET 265200 %,

®@ Hib MaRfiasEE 2/ a7 Y o anti-thymoeyte globulin (ATG) v 7w ARV 7 XDt
EIHIEEIZ X > THARBRMERMEE OK 7T HICEMPE 6D # 2,

@ I/ BARY AL o TEMAFEIE LI —FOBEIL, 7 r AR COFEICK > THAE
AREMEELNSFRL, MEICL > THEMRICED Y,

T, RIEFHIRF A RS T HRES AL LTUTOREARETF NS,

O FHAEARMEZM TIX HLA-DRB1*1501 OBE R E < #, £72 2@ DRBI*1501 R O>ABHF T 7 1 A

Y AT L CHGET DR E N,

WL OOl R H OB T, FEDHLA 7 7 AN BIG PR EBEOERZEEZRE L
TW5, OAEOFERBMEE MEZHE TIX, DRBI*x1501 & DRBI*1502 0D AN i & <t FREE & kb
RTHEIZEW T, 72720, REMGIRIECKH 2 @ ROGME & BE L Ty 2 01 DRB1*1501 721F
ThHbd, LIzno T, HEREIC LD HEARNBMAIMORAEIZIL DRBI*1501 ZDHDh, HD N
ZZOT LV EEEREHEIZHDMOBLGTRESE LTS EELLND,

@ FEAERBMEEMABHE ORMIMIZ, PNH (N7 ) a v VikA T 7 FF A )2 b= (GPI) T
v —EE AR AMER (PNH RUMER) A LI LI Ean s %,

BEOEW T a— A N A MU —Z%Z AW CRHAR BRI EE ORN MR ERCIRMERZ TR~ D & |
9 50%0 BE T/ PNH MERSBH &0 5 2, PNH JIBE O R MLERCEERIER 1T H & o B\ Th 2< 4
BEET D0, 2GSRI E T 2MERCTHL-DEMTHY . L7 n—r NS
BT A Z LT AR B MBI T PNH B ERo#02s LiIZ LIZA L5 DL, GPI
T U —HORREEZ /KK L T2 PNH B i i e 23 1 & Al 2 Lb X T 2 R B 2 52 1 1
<KL FREEHEENRLT WD EEZ LN TND 2,
® FHAERNBME MEE OB CIEPURR R T OB NIHE CTh 5,

Tl L& 7 &% — B CDR3 YA X AfiEHT 21T 5 &, AR RBMERIMEE OFHE TIIW< 220
THIFLZ 7 2V —ICBWT, FUREREMNZ T HIOHEIE A 79 CDR3 FA X5 /3% — L DR 25
S AL, REMGEPRIEN RS D LR ITARET 5 Y E 72, CDR3 A XA DR 0 BEBEIZE SO i
HEETYH, KEMO THICIEALN2RVITEROONRN ENG, WY OJREE > TS THl
X EREF OM S OPFICKSE LTI L TS EE 2 b b,

@ —EOFARNREE DB OMETIC, EmMEMEAERE L T EBICHT PRSI HRIH S
nas,

BAARARMEMEBEOMF L EMBMMAED DN T4 77U —%HW7= serological
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identification of antigens by expression cloning (SEREX) {E1Z2 L ¥V | kinectin®, diazepam—binding
protein-related sequence (DRS)-1%, T % Tk 5 OHENHH I TWS, 7272 L,
NS OPURICHRT 2 KIS FAR BRI OFRIEICE G L TWDE S I LTI,
® FHAERBMEMBEE O 13%I2BWT, 6 ZBEMO uniparental disomy (6pUPD) (Z X - THEED
HLA 7 2 A 1T 7 LVIEKR R LT BIfER SR &4 5 %,

ZAUF Tt A BB ICAAAE LT e 6pUPD Btk mepflifia 2y, B PR Z24em TE RV oIS /iass
EPETAMAE (cytotoxic T lymphocytes, CTL) DA G TAEZKY | EMA T HEL 517
EEZDBND, HLA-A 7 LAV T BESIROFHIIEEE 251 HLA-A 7 LAFURZ AV TREET 2
&L HLA-A 7 LV R KM ERIZ 2R D 25% It s s ¥,

PLEDRT RS, UANVABERRCRIE G ~OZRB /R EE X o0T & LT, Si@MEsERBE L T
% A OPURIZXHT T D mADNMERE L, 2 OfEE, & meEfialckt4 25 CTL BNFE I 5D TIERWineE S
2 bivd, LorL, O CTL OFER) & 72 5 B CPURITE 7ZEE ST,

(2) AR B

R INWTHIT AN O S B HAREMEAM & OREEEAHAON2EDIEI/ e T A7 2=a— L Th
5, TOMOEFNZONTIEF v L VT A M X > TREBMBEAHR SN T D DT TIEARWD T,
HARBRMHAEMOFER TH D &) MEGEIT eV, Sm3E, FrASK, EmflFlR LI X sHERBMESR
M T, ZTOHEILDE ST &2 T EYUESCH CRE R BN RIEICE S Lzt b 5, Bl 21,
B RGR I T DX YR ERICBIET 2 AR BEREm N [N Z 2k 5 FARBEMEEID
LLTHEENTWAN 1 ZoksRplciiUIZUIE PNH Z A4 FIERAHBH EN D CRIEET —
H)y LIRS T, ZOEIRBNE_ ZFNFEREND X0 b, EBERIBRICADE LG RiEIc
L OHAERBHAMN TH ST aletENm, EBT, T34 OFAERREAM TH-> TH, FRRME
OFAERN BRI & FRICREMHIERIEIC L > TEET 22N LI LITRESN TS, LEEd-o
T, ®5HAERNBMEGMN T3AWE] THL00E 5 2 OHWHTIEEICIT ) LERD D,

(3) JiT 7 BAE A A A RLPE#

A, B, C, e EDBERMD T A NV ALISDIRIRIC & 5 GVETRIEIER 1~3 » H THIET S % 4L
IFR#% LIFRR O T PR L RFHIRIET 5 2 & b dH 5, HEOBIEICHENZ S BIETH L Z L%,
BRI D EBMT O (1 J VT2 B AR AN BB M X AR BRI 6% % 5 | IR HRAGRHET 4
(ZBIE L2 Wl s O AR BRI EFRTH -7 ¥ AARD/NEZ V—T7 DHE TS [FEEROMm A L
DEINTND Y REIDOIFR T A NV A ETTEMATAIR S U CHEE S50 OSAN, 18 e -
DFPGURZ B ET D72 DICRIET 2 LB IN TV D, EARBITREREICL2BHAETH D,

(4) PNHZfEH H D

Zhizix, OFARBEMAEIM OB FIZ PNHICBITT 506 & . OQFARBEMEE M ORFERED S PNH (2
LARIMEREET L0855, ZibaFLEOTHARNRBMAEM-PNH EREFEEMESZ END B,
DOFHEHIED PNH TH Y | JGEITAEMOEE N R E 2D, —TF7, QIXFHALE PNH TH Y | 1BEIL
WHE OFARNRMEGIN & B L,

PNH % A 7 MEROEENNZRD D DD, B H1REMZ2RBD e WEAREEEMAEH (subclinical
PNH, PNHsc®™|Z3\UTC PNH & o ZIfLERDMR 2 (IZHEMM L 72456, EOREED S PNH & FESNT-OUWTCIEH
flerp BB T 70\, BEDOIRE TiX, LDH B IER FIRD L5 EE B2 -0 LTV DE L ONRL W, &l
NECEMAETERBMICE > TERID LD IR 72 LT 572 51F, MERIMEREA 10 5/ uL
PLEICHIM L TW RN &MU E LRVREEZ PNH ~DBITET200RZ N EEZ LD,

PNH FEE DO IE M EHIIE S 2 5 & - T i, Bl U 72 38 i i 23 2 508 i 7R BB s 5 O = &
r—TMBENTHD, TOHD PNH 70— OF UNEICE G 58 T2 & LT Mei2
JAK2", BCR-ABL *MRE SN TW5, 72721, PNH & A 7 MR MR 2 R WIRIEIER U 72 Bl o i ©
I, PNH & o 7 MERDOFEIG 1T 2 DEFIZ XL - ThiA RHEBEZ I . 20 15%% 5D 5 THnE]) 12
BWTYH PICAER Y a— 2 O RGEEITROYN S —ETH 72, L7z > TPNH 71— OHEGH
X PIGAE R AL Z U2 el 3 AR > TV A BEFEEE NI L TRV PNH 7 v — B ERT
HEETYH, IR B F RIS T L MLETITARWAREMEN & 5, PNH PRI ER 2 kit s — &7
VY —TRRZ L EIOME T, EBHEEHICEET 2 BB T OFBEELERITITEAERHEINT
b\fib\ 50O

7. EE &
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1 BREAER

TEERITIERFO B AR - B - DV, ZREOBEMIER E . BT HIILSE « A HI - &7 &
O HIMER T 5, i PERID ORI TITEEGIZ L S BB A LIS, BYE « PEEFIC, Aok
ITABVEREG TR TH D70, M2 T ELEFMRBI 2R AN L bH D,

2)  MFAEIR
BRI A . B MAROIRIEEEL, fCF i, RN ERA 65, MWD &EOREE . IRE
HiMZ L 2RNEEEZRBDOL ZENDH D,

8. MRERTH

DR icfiil

FRIMER, FAIMER, f/MROT TS5, 7277 L, BIE « EEG IR M & f/ Mg o7 L
NN ELH D, 2. S BRI CTIIm/ M T 28580 LT 5720 B3/ M
PESRBER (ITP) & ORISR EE B H &5 2 ) HEE CIXHRRMERILEAE T L TRz v H D
. B3 > TR MEREL D BN Zx 572\, KRR MREI S 13514 2 IR T LTV 5, &l
XA CILEE EERME CTH 523, ILIMERD OHEIT BB CIE UL LIERERM: 27~ 9, 18R
DOIRMER TIIRNARFE EHD Z X3 H D, HIMEROBA TR B ERTH 503, BIERFITIEE <
DEFEY KBTS,

2) EHEFRR X OVE AR

BAEMIRE DA & ATHHETERIEK « JREFEK - BEZEROFR RO DA b5, RFERDFEFL T
WABAIZIE 2 O FRIEER, BEARFEERIES (L & ORED RGN 2 LIZ UITHRD 5, BIE « HEREFT
IXER I EIM BN > TWD 2 ENBWN D, mE - EEMEN S EHERRS SN SEa e
BREEITEEKE 2T 5 %, 72720, 20X RGAETHLHARREEIM THIVTERERIZHD L
TW5, ZORD, 1P X E R EEERR (MDS) & ORI TENT 2 ECEETH H, BHEOMIaEE
Z EREICEHE T A 7212, BENO OFHERIINATH D, 7272 L, EBEiTomE LTH, HHE
BB TE 201 L 2L —HOBRIZIESND DT, 2 OEMEZ M 272 DIZIT Fitd MRI %
HHTHZERNEE LY, s

3) Y iRoHT

HIE BRI B 23R 7 W) 2o FE AR R BAMER I CTH > THRIKD 4A~11%Z YK F N BD &
oY, HEOBRWEEAERREFIZS N Y I— 2 7/ Y35 del(13q) ', 6 FYLARDHEE
8 ThD, HEMIEO S B BREERN D 5EEITET 50% UL T ThDH, TDIHL 7T HBRYEAKD R
WILEEEME O AMEB M A IUBICBIT T D Y A7 REWED, BE 7o —u NP vy bloTE A7
R ARG A 21T 2 BN S D P, —T07, TS OYEIRERE (2O CTE T O AR
BEAMEE M & RSB IHIRIEICBOG Ly ERRE O I IR A LT 260055 o FFiC
del (13q) B ESHER] Tk PNH AU ERAS 100% F510ETH 0 | o8 il RIE I 63 2 SOUGEDS IE & A o 7
ARBMHAEMEY HE S,

4)  IMEA b - MR A

EKOFHANME T D720 MiFeEk, SfafmBIL 7T 5, BHETEIT =V FUoRNEFLTHWLHL S
Do AHNT AT 74— KRy D0 AaRTF L AfE, G-CSF, b RRTF Al N L
AT %5, HUEZHUALHT DNA HLik7e EDRBIFHR TH bt s H ChukidFERETH 5,

5)  JEHED MRT



AR BRI B IROBIRS A 1

SRR 72 BEE AR R B ML TN R O 72 T1 58 FRg CI3t—R@EfE 5 & 7 5, S MAE% IEHE
RT3 2 72 O LI RE RN i1 2 R IC RT3 2 2 E N E L, BRIAIHNE IR 1. BRAR AL
HVE (CHESS ¥72 &), 2. FEEIRANEINEIE (STIR ). 3. K /MEMESHZRED 3EENRH 5,
VR 1 25 @R ETRMHRNZ W, 2720, 7T—F 777 b
DAY LT N, 20 STIRENE L TWAEHELH D, 20 %6 AODKEIOEND
72 E ORREIEZ BT 2 IO W T BEE & kT %

_gﬁﬁﬁibb% O i ML R b O
GBI AED STIR BHQIT £ 5508 & LOMAD XU Fo 4 FERREER
ng \é 57 ﬂ:/ DE H 1 ﬁ/ﬁk{u{%ﬂﬁé
LTI TR~ 7 12 2 SR — i
AN L O —
1AL BERSIRDMED TH RN b O B Pt 19 i
2. EE AR A DB IER T — LB X ‘ B
LN5HD O F B/ E~BE & R T b o
=0 Ca . — YLD i e
SETRNTESS: VAR TS AV SN IS SR -
» . FARMERII~E 7 1 E L RIED— 8
47, B BRI L AR N — e b D AVERTE BEERME % O — 5
5 AN L O — 5
| RS REGRE T, 4 RIS st T h 5, BE  FERERE
AR RAER 1 0%, BRI RERRNT 3, 4 als s RPN
EAZv L LEGPIRIEIDS (X LREIRS 2 & 658, 12T TERREUHESE (Banti JERRE, JFFREZS72 )
SREFRAE R BRI D% <13 3 M AT D 720, MRTIZ X > Tl i B A AR
EENT D Z L IXNEETH D, B X3 By R ERORS
HUMIE 73 & oD TR RRYE
6) 7u—HA kA KU —IZ&B GPL 7 > — R R (PNH T MR
) fEROH
PNH & AR BAER M 2 88513 5 72 D12 1d, HL CD55 Hifk & Bt 59 Hifk7e & OHi GPT 7 o b — K& HHT

KERW-EED 7o — A A MY — f+ YTH D, 2L, HERDIFIETIIEE R TH 1 %% O
CD55 CD59 MIFEA R S 415 728D \WH%M>WHﬂmw%ﬁﬁlﬂﬁﬁékmmﬁﬁﬁ@%w7n~
YA FA M) —ZHNDLERSH S, PE CTEGRL7-H0 CD11 b ik (FERIERy ) F/213p17 ) 27 4
U2 A PR GRIER) &, FITC #E3%HT CD55 38 L OWL CD59 ik E 2 Wiz 2 7 —7a—H A A k

U —"T 10 F{ELL LML Z F~4uE, 0.01%R1# 03 237 PNH RIMER 2 EfEICHE 45 Z LN TE
5. PLGPI-7 v —REAPUED I D IZ fluorescent aerolysin (FLAER) Z AW viuiX, LV &EEIC
PNH BRI BR A M tH 35 Z L N TE D 5,

L DOBGIERIRDIB A ZRET, SEHIIZ & RN K+ REREEZL Y Z LIk T #EFH L OM
DIAE % FERIER T 0. 003%, FRMEKT 0.005%FE T FiF5 2 &ﬁf%éo_@%ﬁuﬁ@mm&4fmﬁ
DR S5 AR BERGIMANT, B S Wl TR mHEREIC T T 2 SOPER @ < 2,

7 — PR I A R A DM P 2 ﬁ%ﬁﬁ%%ﬁfrénfm@Pwﬂm%%immﬁﬁmﬂ%
EIZHT 2 ESMETe 7 (BN ORI P <0, -4 CRE) 0 BAR ONR) S o%d
*Eﬁ/j*ﬁuj"(%) I_JEFL; ib)ﬁﬁmu éﬂv(l/\éo

9. EHIZ

# 613, PLMERBAD ORI~ & AL 2 BREOMIEENNI R L TWD, Zib O TERIDFHIC
EE/ O, MDS, idiopathic cytopenia of undetermined significance (ICUS). "B R~ DOREE N
BV PNH, BICKRLOA BHIEAIME2 Y CTHD, MDS TR E 25D FRODnWI A4 7 TH D,
WHO02008 £E43%H Tl refractory cytopnenia with unilineage dysplasia (RCUD) . refractory cytopenia
with multilineage dysplasia (RCMD) 73, 2016 4E43%H CiE MDS with single lineage dysplasia (MDS—
SLD). MDS with multilineage dysplasia (MDS-MLD) 23FE 2T o5 5,

1) RCUD. RCMD (WHO2008 AE43¥H) . MDS-SLD. MDS-MLD (WH02016 F-43%H) 3 L O idiopathic cytopenia
of undetermined significance (ICUS) (LLF. WHO2016 H-4y¥E Citdi4 %)
THETOERICHED &, 2 R EO MRS — A (AATIE Hb<1lg/dL. #FPERK<1500/ 4
L. mﬂaﬁ<1oﬁ/uL EBSEIZIT Hb<10g/dL. #FFER <1500/ u L. M/R<5 5/ ul) TRITHUEH
AERBHEMEZWTDZERNTERY, 207D, ZOEMEE - S W IMEREA T, B LT3
M ER DI RE B OF I iof\WEsw‘WSWD\Iw5®w#nﬁ_%ﬁ@éé%%@mo
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P AR BHRMBIEDOBIBH 4 K

— . LRI LD LR bnA IS n— oA (HAEREMEN) THhoTh, &
T DEMBE N ZER S N2 GAITIE, RFEROMERIERIC LIX LIRERERNALND, 7272 L, 2D LD
RBATHEARNBME M & R CSERE CHIVEERERIIED LT d, £7-, BARBMEINL Tl
fth oD I BRISA 1 B~ T MR D OFREE N RV, L7z - T, HERDAD 722 Z A 7D MDS £ 7213 1CUS
DRI B IEFIC BT, ERERIEIN &2 £E D 22 i MR 23 B 5B E 12T, AR BME L & [F
U EIRREIC L D E R 2D AREM 2 2 2 N R W 2, 7272 L, BERERAMEIE L O MDS-MLD T& - T
| AR ERICE LW BFERISC pseudo—Pelger 2B 72 EM 10% 2 2 D560, ‘B HEHFERD 3% &8 2
LT v— o EER DD @,

HARBRMEIM & 205 OEEOEFRITIL, HINGH 2N & EFN2MENH 0 . 5iE b 5T
HO(PNHIfLER, Yl e 0F R Y) C%FICEDLAET A (BHiatk, WREREE OF M) [3ERFIC
XoTEMTLE—F L, iz, [F—ER TREWRE L EEME (7 a— ) WENIFT 25 HE
b b, ERIMDEHE LVEFIZOW TEXE—OMIE 721 TlidZe < BRT — X ISV TRE R HE
L IBREERTIVLERS D, ZNOEERNTHE - & b EAREEIMEE o RRF > (TPO)
ETH 5, TPOMEITE BEEARZERE & WAHBE 2 7972 0 BB ERER D 2\ A THA D MDS T (<320pg/mL)
BT, WIZ Z A0 320pg/ml L E THIVTTERERE N H 72 & L THHAERBMEE MO ATEEMED m
2) ‘BHEA~2R o PNH

HARBMHREIMEE DL OFTPNH R MEROEMAHRE SN D Z LD  HAERBMZIN & PNH 1%
HSBDRIEIFRIERZ b OEBREA L E 2 b5, PNHICRIT A& MmEE « PLER AT E S b X< b
NTEY, 2OT7TIT7TIZENE IS, BEREBHEMORLEPIZ PNH ZRIET 5 Z & IEMTIER0,
ZOHFTH M (B D WVITIEMED) PNH L, BRIk 3 2 E R0 2 B 2 R 97 I IR S vz PIGA
ZERIE MBI, ZH A DEOEWEEE N 720107 0 — PRI 50 % £ ko R
TANR—BIGFEREDOTDIT7 v —PEICHEHE Ui R, /M A MER DD 72 USRI O 2 % 3k
TURREL ZE 2 HND S, PNHIZH LTI 7 ) A~ 7Rt/ &, BAERBMERM &3R5 T
DE L 2%, ZOTOMARIMERDOEEM (>10 5/ w L), 400 1U/L ##8 % 5 LDH OFH | e U v e
VDB MEBERRENRE LN DHAITITHMA) PNH & FERICE T A LERD 5,

3)  HEMIEA M

RKIZH R THATIZIA 20V, BARBHE MO BEELRENRETH S, & < ITHRIFFH CRE
H N 72 70 OB CII P SEE FRAE AR BRI & fEDILLT VY, S HIS, REMEIEIEIC L > Th HRE
WETHIERDLHD, BAEFNEHEME L TRYPFEBR I T DAL H 25 %, & HiER CHIMEMR
HEOBEIMDA A ST BE 12X, BEEFPo/N) VRBkOFH~—D—%2 70— A4 " A N —THRE L.
CD207CD11c"CD257CD103 T CD5 HIAL DEE MM /2NN E D DB FARD LB N B 5, Mg RO aiEtkEA o &
—BAFy 2 LESH—EREHE L TCWD I ELEERFETH D, REMPICHERNEEAERD
NN EHRMEINTND |,

10. " H

NG & 7 B OB BE AR TITAIARL 25 D 5 8 2 EIG RN 2R D 30%LL T L., BN EIE 23 8N4
%, BEICBT D& MBEOEIE I3/ TIE 80%HI1E Th 2 23 & MK T L, &l Tl cho
TH3IL IR TT DI ENH D, ZOTDIREEROBENIZFERZ MK T 20BN H 5, Ak
DM I BT GAITIE AR B M Tl < BBEAHEE., AEMEamwm, ahiiEbz Lo
MDS 72 K& E 2 B,

11. 158 &
BRERNEORBIZRT [ ] ROEFIEL, U TOREIC LN ET VAL~V ER LTV D,

AHRQ (Agency for Healthcare Research and Quality) @ Evidence Level 3%

Level of Evidence Study Design

Level Ta |[BED T ¥ MUERHEBO A X 5HTIC LA BT R

Level Tb |72l bt —oDT7 X MEHEHAEBRIC L DT > R

Level Ila (M7 b —2D I TH A v ENTFHET v X MEEBRIC LD BT A

Level ITb |72 &b —2DMDO XA T DL THA v SN EEROFFRICL DT

A

Level 11T |K<TFHA SN IEFBRAVGLRAIAFIEIC K 5 (L Je oA B e, 7 — A=




AR BRI B IROBIRS A 1

v b — g YY) TR
Level IV |HMZZEELOBRECE R, 5 R OERRIC L AT EF o %

B, TIIICRBETAREROY BT A —T A TR EBNIRBRE S TH D Z LI ERL
B CThD, TIHDOIRFEEDMEHNMLE LW SN D5AICE, YikEAN W TR RRE 217> T
WARSBRIZRE R BN T AR EOREEZEET A ENLEEN S,

1) XEpRE
(1) g ifo
B IS ML NGB D DFLE ARG S 8 D WIS HE 5 R DL EORREIEIR 2 58 5 581 13§
MZEHEETD, 72720, BlLIIRMOEGUESe, /MR I 6T 2 Rt 8 < fARMERH 5 5 %,
[ 5 I A A A B DA D Y A 7 @0 5 D THER/INRIZE EHHNEThH D,

a. R ER G
B B AR MERER L DOt TIZ~F /0 B liad 7 g/dl LI Z N —oD LIRS, T-
720, BIEROFEBUNIIFEAEERH D, 7 ¢/dl FlTh-o ThilgizMNEL LARWEAELH D,
M OFERNIA~E 7 1 B ABTZT Tide <, BE OB RERSCHEIR, DIER, Bl CoMmRiTR, B&
OHEATEOIEINRMIZ L > THRDHZVNERNH 5,

b. 1L/ NBR g I

ey 7e il 2 BE T B 72 O3/ MR EE 1 5/ pl BLEICRSZ ENEE LW, LarL., T2
M/ L E BT HLA FUAR O FEA 2R L. M/ MRS ISk 2 RG22 HBR T 5, 2070, M/ MEs
5F/ul LhbEdH > T, HIMSER AR T H IR OG22 85 A S IR Mg L O & 72 5 720, 7272,
M/ REEAS 1 TR DA, W5 O MLEREHISE Tl MR D ZE8) 2 IERMEICFl T X /22 & N E 0,
PRI ERE I B i/ MR PEAERE & FHBE S5 O C, MEARIMERER X, i/ MRES 1 TR OHEICE DK &
P 5 ETeBIc s [IV]L

MAEEDY 5 T/ ul B2 L2 FICIE T L, A28 LSS T EE 2 i A k4]
REMEN B 2 DT, IR & 272 53 & PRI R M/ IMREG L 21T 5, 708, BEASCEYYEEL AL T D
LA XM S EES 5 Z ERL WO T, /MRS E 2 T5/ p ] BLEIZERD X O (S FHEAIL L/ R
M%7 5,

/R OREE N TUHES 2R HE T 5 ITP SoREREME I & N EEEEBERE (DIC) &R0 . BARBM
A1 C U & MR L 21T 5 2 2 L0 /MR ERT A, g o/ M ERATRELY 4
e & X2 MRS T% 1 KRB O /MR E RS ER B D, /M ER LTy
BAIIH HA MUAOFEEZF = v 7 L, BtETH o 2B-EI0IT HLA @S R —705 o /Mg . % 5
Bld 5,

c. TERIEREG M

73 C O FERL BRI M I RGWE D 2 > b o — WX ST - 7273, G-CSF 12 X » CTRMIMmICEN S LT
KEOFRIERZ I U723 IIT RN D Z L AREN TN D ) i HIZ GCSF 2% 5475220
BAEVEPHESL SN TNRWT L0, TRREERINE HR9 L Uiz G-CSF DO FICERBRIEIS D /a2 &2 8
OMBEILZH D0, KREIERENEIERYYEA L Z U, W RpiAR - PrEEAR 5 IS LR WAL
IEBET REIRFETH D T, fFPERDY 0 TG-CSF 2% 5- LT £ o 72 < BSN A B 72 WIUER F A=
REMEEI CIE, 1BFEZ AT 2B CIRIEFN 2 BIERYYELZ AL TV D7), e kil S
B 577200 ERIILIIEICEE CTH S [IV], 2720, RFr—oLett2EE L, BRI A A
& M A AR 2 OFEE L 7o FEMAEFE TR M s MR BGR E MR & L <IXZICHE L B sk .
R RRER & L TIThIARETHD

(2) ik

IFHERDS 500/ 1 1 AR OFE I T EAE EGUAE O BEEE S & O C G-CSF B 5- O 8 5, G-CSF 5
BITIT & A EOFITLHPERDBEINT 20820 FILET —FFHTh D, = AR F NI—HOFTHR
M ERES I OBEE Z IS TRVEDH D Z &R EN TV D DMERREI L2, FiTldd 55, 6G-CSF O E
W HIZ L - T 2 ZfLL LD mERDEIE L= fln@E S Tnd %% 7272 L, G-CSF OERM#E 51X 7
FTYBARDE 7 Y I —%EH MDS BB $EME A 5 OFIE 22T rIREER & 5 ™,

ZAVETOD ATG/CsA PEAIRIEICIS 1T D G-CSF OF AMEEZ MR L7127 v # AbigikEk ¢l G-CSF ff
A« FEDEHMBER]T MDS/AMEBaME B MyE (AML) OFIESEEIEWIRD SN T T =771,
G-CSF 23WEHA D MDS/AML FRIEIZ S E % KIE TG0 Z B 5N T 5729120 10 £ Eo BB EiE s v

10



P AR BHRMBIEDOBIBH 4 K

FETHDHIEND, ZONETIIBEYMNET I DR H D, HED A X fENT T, G-CSF 135
FEMHIESR O BREEABIE T IE D 00, IGEMIGESLCTRICITREL2NE SN TS &
L7257, G-CSF DFEITGHMEARTFICE PO R&ELEZLND,

(3) #kx1— MEE
ERANOENTWEA VAT 70X I (T A7 =27 —)0) [N, 23 K< gk
ERETHZEIINETH 572, 2008 FELVEHANFRRERoTRASKFL—FET 72T a7 X
(V2 FEFITIYY F==2) 1£10-30mg/kg 2 1 H 1 BINIRT 57207 TH 10 mg ORFERIMEH
WCHEE S B 720, SORREAZ IR IS KBS DL ZENTE B P HAREMHEIM 23 E LK
AREATH, DRI EFL— P, BSEEELZBHT LI ENRINTNDE T, o, 772771
7 AN XY 3 MERRMOEENGE LM @S Tng ™7

2) EMETEZ B L3 iRk
EEE 2 B9 & L CORZEMGRE, © EAREAT vAa MRE, O BiEns o
D, B, 2FHEERORFEHRHZRL TN,

(1) stage 1B W22 (GEL . WMz LB L LAV PSYE)

ZOBEEEOBEITBEARICKEL T LN, FEMEKEO A ARICEETL6RSH D 2
END | PERITHEEERBBENBIO O N TE T, T, ECROBWRETIIFAREMEE N & 6 MDS
ELRBMITERNICUSIZONWT Y, EEERSRBZBET 22080 TS, L, FEEEIC
1T SO S DRFBERNB VIR Y | MERED A ARICEIET D Z L3 Th D, — 5., BEHMOMmER
W1 2 CHRIMLAR AFVE & 72 o 72 BB DS BNHIRIA IS X » T 5 wlHetEIZIEF IRy, B AR
I—u v RO/NBHEFEFEREEEMZ SR E L2HRETH, EIBFE TRIE 282 L =i IEKRE
PEFAR BMERINMG D% <X OBEMABIEL 220 | F OFf A CHREMEIRIEZ it L T H i EN
HBONZNWZ LRI TND )

— I B SR ERCCIRRIRE D DIRIR £ TOMIM N E T EE W EEMBRENEm N LR LN T
W5, BIZITIEBMEREET Y v~ Tld, FEAER 12 BRI E TR CEME ARIEAZITH 2 &3,
BIEIRIE 20 C L CTEEL INTWD, Ln-> T, MEETORWHITH > TH, M/ DMEAL
THY., BHEEERNED L TCWBE XA 7OFAEREMEmMIZH L TIE, 7 aXRY 2 (CsA) %
3.5mg/kg AifE CHALG L. MUGOFEMRZ AL Z 1w s [IV] (1) ™, AR PNH Y i Bk
NHOTNCTHEIML TWAHIRe, miE ko U RARmF > (TPO) 2 EFH L TWAHITIEEWERNEREN
M CE 5, 8B GZIC /MR MERDEEINMA I 572> T2 354 . BRI O 70 B RAE
IR T ITERRE CRIBEZBIZET A, AT/ aoR 4245 [IV], —J7. MERBA 2B H#IT L,
A MBI > T2 G A ITIE, AT — Y 2b LU EOFEIEE OB D15 LIRSHZ L7203 » TIEE %
T 5, Ml E CIEAREZN, MERED D EITT 25581L, TPO L 7% —{EEh#Eo /L ha R R
(EPAG) ZOFf3 5 [IV], 16 LIS B2 123881 AT /a3 8 7Y — v (%
ML) OBMAEEET D, 72770, ZOEEEOBEICKTHEEOHAEICONWTITIFEA LT
VT AN, SREREBRICIVIHLNNITINERS D,
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FAR AR MBIRO B A R

[ =soathiobioss 35 medemlig TR |

SEM L AO AR TR

WM L
il | )
|
M3 D 0 AT
L) by

¥ |' - m¥ LRIE— 7Tk
WO S EN BMET Tiié;ﬁﬁﬁ%

) 1 Gl Y ] 7L —

o T A RS

ATG+OsA T ERAG & | T O

[EF&Z) MHH

FrlAr-/O-ERE

_ | a. M AEAH 0L T, - tFch R
16 ERLLA @ W R i CAE RS T A T
ARG MIFERD 8 i, EARMEEZFO-FERS D,

. I oy b FRIE TS, PSR e 2
’ 0 A L [ o R B A G 00n g/ mlli) L

+ * R REILET S,
o EENTH I LN TS RIS, [

Caft+ EPAGHEERE. Caft+AF /O F =2 BIl-_ TEPAGR HETS,
ok e ‘ HFV—IAIEE o TR T

B 1. il FEDESRE (RT—21) RUDEFERE (R7—=i2a) o0 a8 EH

CsA D¥E T, BHEERELZL o, RIS 7 7 EN 150~250 ng/ml & 725 X 52
BXNTE, 2L, NI 7EENRZOHBEICELTWTE, VU SERNO ALY =2 — T Uil
W E— 7 LYVTE L TR WATEEEDR H 5, BHEEREE L V7 F = 0 EH oA I CHK ¢
EXHDOT, CsA DMHPREIL, T 7REZIT TR, AUCIZH - &b L <FBET 2R 2 REf % o
IR (C2) HEIE L, ZA23600ng/ml & 725 Ko EREEZET D [IV], NRITEKZR LV LRI
ELEHMR, AUHETHLEW 2 BRELLT W [IV], CsA BEHERITMEZ LT F=0% 1-2
W1 ENZHIE L B G-mED 150%2L IS ER LGS i3 G825 FETE 23400 3 BIZHET 5,
O, miE, BHEEE ULy - LDH - RO LR LI b EEEET 5, MR MERD M/ Mgk o b
FIZ, CsABRIAIELS &b SHEUMNICE NS, ZNHDIEN R SN0 - 2818 R & B AT
DT LIRS, RIETHOEFE EEETRETH D,

EHREAT v A RICBET 2 2 E CORKRBEIZIZEE A ED 1~5 mg/kg &) KEFKGIZ
BMT2b0THs5, ZOBEZEREINTZEE TR 0MIBIENRALLND & SNTWND X, RRTED
HBIVTWHEER AT 7 v v O k558 (20 mg/ H) OIRENRE BT I3 7200, EERICIE 5~20
mg/HOHEEETH> THAEMITII o ERNEOND[IV], 72, BHEBEFEOLE Z 0F 58T,
B EE RS & T DA BREERNE -2 Z 83w CTh D, 72720, MHERETIT 10 mg/H L ED#
ARG 2 ERRW R BHAENEZ Y 5 B0, BERNCEIERICBET 2 028l 2470,
FEESGDIVLEND D, £, T Ra X ARTEEREZFRT 52 08B 50T, EMMIZIEL =
I—FIIEH CT 2172 2 ENEE LV,

(2) BIEE D stage 2a b LOFAEREHEMD (WhZ L ELT 50 EIERL EEH)

a. 40 EA T HLA — KRR DO W2 & 40 i bL B R
THFATC (FAEs/ 7Y, 2.5-3. 75 mg/kg 5 HM). 71 2RV > (5 mg/kg). EPAG (75 mg
/B) OPFRBEEEITS [Ibly ZHETATG WAL LTET ~ ATC BAEL LTS TWER, ¥
~ ATG OBLEF EIZEVAFETE 2008 4005 7YX ATC (A £/ v7 VU y) MEAShTns, L
ML, fEkD 7~ ATG BIANC LR T X ATG OIBEMENE D E VI ENT AU A, =
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| mEmiE ||ata+iooadiuy (Ceal £ TILEOLH Y (EPAGHS © |
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ELkaF + — ot

A R o A0 D |E|:'.ﬁ.c1'" AT SO EIZE F - LA |
Ll ile. - aai ?ﬁﬁ-&t

a  SORR IR : L
2l LA I T, "Hﬁi‘- L)
S Pl P . .
h L'F-A-;I:J'E?_' ﬂew;twm-:- AT — VIR | 2R EmRE T — ) —OTFE
iR TR AR T #Ll L
BT T, v, R
7 —h— A AL r
TII, EPAET I RIITEE TS ATG+HOsA+EPAG R S |
o ERETFERL TSI =
CEFERAT 5. wnFESTRES |
d ATGESE CELTAMERENTL HLAS= 2 | CRLASEE — T b i +—
Lo Gl | Ei
= (FEEEH ) |
i ATGDREGS R R am 2 JMELE gy, FREEG #1)
A
¢ IEEREH * * *
B —r 7P
R * Wl = 710473 HLA1 P L F—BHE Mg
; LRI F—rH_ AR ST+~
Y L DR BRI

; S - ol ol SRR o 5, in- A P
L0037 ER O mp g+ ) - ¥
ATGER A ARELT S BT Pl

H2 A7F—L2M5tila @ EEE (AT —300) AT —Ua~5lo T Dih M iEEt

—n N BAR UNNE) DOHERWTHRE ST D % 72720, #E - A1 2 - HE -
A ARARDKNEEZE DOBFITIE., 7~ ATC LBARVERE b MG ST G 8 688 89

ATG IZ X BT LAF =%, ATG ETIIAF LT L F=y 37 L F=Yrr 1~2
mg/kg/ B 2O L, IEWIRT 5, v 7 0 AR VBIMBBITESC/HCI P EELZHE L, b7 7EERN
150~250 ng/ml, C2 73600 ng/ml LA L& 72n X HICHEBLZHIET S, Z OIEWEIT X > TH 50%)3 66
MAZEE 72D 90%ZEMAEFPYIFRFTE 5,

40 BELL E OB E TlE, HLA —H A R —0 b OB B Th » Th EMAGFRD T0%E1%IC L ©F
STWD 9N Z Db MEFRESMEE S LS [IV],

a-1. CsA Z{fH7 5 Z L oEEM:

FIEFARBEE MO TIE, ATG IZHAI TR G T2 L0 b CsA 20 L7z BNEAE AL N &
<, /> failure—free MAEFER L FHW 2 [ 1b], 7272 L. CsA BHH ORI RITFEEIER] TIImER éh“(b\
72V, L2 o T, ATG & CsA OOFREIEIL, B BERAE O M s f] & bk < EAE AR BEE I
DIEHERY IR T IETH D3, staged LV HEEEDORWIEEESFNTISV T ATG HAITH J:l/‘T
MRH 5,

CsA 1X 5mg/kg/ H % ATG O HGHIHE 2GR L, AR L 912 C2 2% 600ng/mL LA | & 72 5 e /b B B
Z 6 r AU EROEET 5 [IV], BRINROGTHEEZ LD H C2>600ng/mL ZERK LTV, WERD
EBMT D45 Tl CsA AFEMED 7= 8 ATGHCsA JETEIT CsA & H IR TE RWVEIR R D 40%H 5 & ST
W2, T DOHE T, CSA Z o< VET D2 Z LIk o THARBHEMOHREREZ 7.6%E TF
FoNDZENRINTWD P, MERE N BRI H D MITE G kel mERE O ERNEITS & 72
D, 3, AULEERR Ezhfotb\ia/\ 1T 1 mg/kg WET D, 3 7 AfRiEZE A CTMERE DK TRA LI
VGRS LIZAEEZRET D, ZOL I LTEETIVUE, KO Of CHMEM R LI-EE
CsA ZHibd 5z EnT&5 [IV],

a-2. PFATA7L F=yeroEbhsE
LU R=yuaroOftfEIX 1 mg/kg & 5 mg/kg DLEEGRBRN T, 1 mg/kg THOTH DI & AR
ENTWA Y [1bl, 2 mg/kg/ HDAF LT L K=V % day 1~5 105 L-5E. Z0®IZIT L
K=Yrw o #%01 mg/kg % day6~dayl4, 0.5 mg/kg % dayl5~day2l, 0.2 mg/kg % day22~day28 @
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AR BRI B IROBIRS A 1

X o592 [IV], MiEHOBEN S NT-BICITBEOEE 2% L7,

72720, U ATG 1 T HIMBREER AN U~ ATG L0 iz, ZORAT A FEHEETIL, BB
TANVAFIEHEACIZ L D B U S ERETEMER B O U X7 BNEE D AlREER & 5, SR EEE
FAWAZ LIZEoTZDY A7 2O B A[BENEDRH 5.

a-3. EPAG OfFH
EPAG [3ZHEIAPE PR AN B 0D 44% 2 I ERELEIE 2 & 72 ©3 2 & 2% 2012 4R12 NIH OERRAFFEIC K-
THE SN2 %, ZD%, U~ ATGHCsA & OHFIFRIED
A PED NIH THEET S v, 2K D 8T/ 222 L LD B3 ATGIZHFI BBIRRARTOAFOEMER
BAEOID D EAWRENTE T, I, FCHERTITD  SUSAr a5 BERLCs. moaL. AF AT
NIZBED Y~ ATCHCsA BHEOHRF (63%) (CHsTflf  7omenairsrey
NIEEAECTHolo, AARTIH 201745 8 H LV | BEFIBR s BELUAS
THBRERF S FAERBMR M & . #1 T ATGIEIEZ 1T mPSL 2mg/kg iv dayl-7 mPSL 2mg/kg iv dayl-5
B AR B M L CRBRBEIGASERD Biviz, EPAG  Fo-imeke i devdrid o mPSLime/ke i darS

PSLIZ LAtk day2BE TIZHIM ~ PSL(0.5meg/ke) p.o

AT HZ LIk T, ZNFETHNRIRE SN T dik, day8,10,12,14,16,18,20
4R ATC+Csh BRI IRERADRIRIC I 5 2 bt BESEmGnAe  EESE Wi
HfrEh b,

EPAG 13 ATG & DFRAEAEMIC & 2 AT mtt 058 2 kT %

726, MANE ATG BRAEH day 15 B PEH SN2, 0% day 1 SO OLZEMENER S, S
DIZRHNTBAGA L2703, RIS E DT UVMHIA N b 7272, NIH ORFFEE 1L day 1 726D
PG HEAE LTS, HARD EPAG IRBRTlE. day 15 22 b OBHHOA AMERHEFT SN2, RRZIE
1 EPAG 1, ATG 54 —EHIFRE L T BT 2 0ENH D,

—7J7, EPAG |2 & DYt R B 5B OFE 5 U A 7 1225\ NIH 7 v—71%, EPAG FFHRET 11. 9% C
HO, EARY LI ba—LD 12.9%E _XTHLLRZET R T EHME L TD T, 727210,
BEMEIBHSICEWVWE IS 2 RWED, HEEREIIX L TEPAG ZHHT 520EME, %274 > b
EVRITDNRT A% BRE L TERZ LI 20830 5, Bl 21X PNH BUMERP HLA 7 9 XA 1T 7
L VR e M BRAS B CREARILER LAY 2 77/ u L A EITR 2TV B AT — 4 £ TOREEETHIIL,
EPAG JFHIZ AR E DO A REME S & 5 (B 2),

a—4. G-CSF OffH

IR D X 912, ATG JEIEIZE 1T 5D G-CSF BFR OB & e A AR STy, L7z » CTRGYLE
DEPHRFLIAMNE, G-CSF ZFEMAIAE T 2 MBI\, 7272 L. G-CSF 2045 & . ATC BNARN2
BEITRARMER X 0 BT ERS R 5, Z0d ATG EIENENNE O nE BT 5
TLENRTEDLWNHI AU v b H D, F72. ATG/CsA JFHHFEIEIZ G-CSF 245 Z L oA EZHH~
TmARDZ 7 MMERBRTIL, G-CSFREREOHFNIEFRGHL Y L 6 DARFSORIRENEG L, FRE
HIRNZ ERFEINTND E, ZOFRBEORTFIIA X T FI P RIZL>THRENTWD 2, 7272
L. ATG/CsA DIRERIZN—TF 12 G-CSF # RHIME 5925 2 &1d, aiiRpOERRRER LA CldHElE©
ER/AJAN

a-b. YLK - FLEEK - LA VWV AEKOE G

ATG #e5:9%% 1~2 » HIX U > kB 072, B, —a—F AT A - A v T=F, fikk #IRE
BUOANA, A MATOTANVAREDOBIEZRLZ LT W, ¥ AT/ m7 ) 3 747
07 X0 S REMHIER R JERE ORBERENR  EEIET 5 2 LN TN D,
EBMT 7' /L—7""Cld, ATG BIEDBRICHIRASE « PLEEHK - Fry A V2R3 OV b Ly 7 R) 72 ER T
WCEEIN TS, LOLEBARTIZINS OFEAFNOTFTHHIEGITED HILTWRWY, 207D, A F
77 ) ERE#RIT NS ORFEIRIC K DIEYYEDOF B BN T =X — L, RYOEEN 5Tz
BEIITEBIZEEEZRGTOMNEND D, 27U, A7 07 ) U #5% OV HURIMAE DS B L L
TH MV BYYEZFIET HZ LIdfm e SN TWb %8 F7=, EB AV AOFIENLIE, VA a7
Vo EEHITZERFTEI Y | ZORED U~ ATC IZHATHRVAY, EBV B U o #E5EMER B (EBV-
related lymphoproliferative disorder, EBV-LPD) ZIJ&JET A Z L IIRITVMEINTWA B 7277
L HAOHREHE TIZ, FIEOY AT a7 ) RERICESEN 72 BVB-LPD & 38JE L 7= Bl 3 s &
NTWD (REERT—H), LIEB-T, MlakmEirsrbo L bM< MfilansrA€r 7Y &
5. o~4 BRI ATREZRPR VW BRI i O BBV &2 =4V > 7 L, 10" = & —/10° MLl EIZ BBV =2 & —
BN EF L, BE VR EiERA EOBRFEERDN AN THEICIT Y Y X~ TR EE2EET 5,
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P AR BHRMBIEDOBIBH 4 K

b. 40 jEATH T HLA —E R 23 2 B3
Z OFIE O BE T, BRIBEE OEFED 80% U ETh 5, SuEMEFEICL > Th Zhizix
WATFERRE SN TWD D, REMIRIEOSES, BR. @Will, MDS ~OB1T7e EOMBER UIZAELF
T 5 MERIT 50%ET1% Td D, LI-A - T Z OERE D EE Tl HLA —B@EID & OB BERR RS 554K
DR TH 2 [IV], 7272 L., WWEBEFET DY 2 7 3B EE 10~20% & o MslEyE L v B &7
IZEWZ Enn, 20 %Lk B 10 AR ORETH- T, fHx @,%%@%ar T ko THREZIHIERE & %
WT22L0H0ED,

-1. FRERTALE

I—ua v XTI 7 rARA7 7 I K (CY) K& (560mg/kg/ H%Z 4 HIF) Bl F721% 79 ATG (rATG:
B AET T Y3 Tomeg/ke & 3 HIH). wHFALG (BFy 7 V2. 30me/keg & 3 HREE /-1 4 HEE)
EDOPFANRHWSLNTNDS ¥, FEDHA R4 2 Tld. 30 sl OFEEZ IR 5 HA —&KFR R
F =5 O BB T, CY 200mg/kg+ATG 721X CY 200mg/kg+ 7 L LAY AT NHERIN TV D
100 A RBMERMISHT HBIEATLE S LTho & b ETF U A2 TWAHATCIEZT 7V a
D7~ ATG (hATG:ATGAM) ToH 5D, 7 M7 —71E, Z D hATG 30mg/kg % 3 HE (Gt 90mg/kg)
FERTAZLICXY, HEHRE AT TFITA22 N TERZLEHRELTWD Y =720, BB RIS
2 KD ZEIEBI OFENT TIL, CY 200mg/kg 12 ATG ZPFFHT 5 Z & OF AMEIIMERR I Tuaun 12 4
A7) O EE U TIE 11 25mg/kg DMEHER L SN TWDHR, TNETOEDOAE7 0T
U UM, BIE GVHD D7V HARNBEIZEWTYURENE I IR THY, 5% A E7aT7 ) D
i G B ERRBIC L > TQRETOIXLENRH D, — ., & MEBLCDS2 £/ 7 vt —F kDT
VAV A= T0E, ATG £V SRV GVHD Sl A2 R 3 72, A CIXBAEIIK T 55 MM O
EICHEH I TS %) R84 GVHD OBEEEMEWZ LA RFR & STV 5 1 BHARTH ERRRER
DT L, BUEARPFE T THD 1%,

EBMT O#EIZ X v, 30 mauj:@%% BOTIEERD Y REHATG Lv b, ZLFZF7E L (Flu
30mg/m*xX4 H) + CY (300mg/m*X4 H) +rATG (A €77V 3.75 mg/kgX4 H) DOFECY LY
AL DFN, BMAEGFEERE N EDNRIn"", A4 K74 Ed Flut+CY+ATG F£721% Flu+CY+
T VULV R T RHEIR XL TWND 10 Y OBICHOWTIT. /NEBFARBMEE MIEEIFIE S O IR
THWHITWD 750mg/m* X4 H (Bt 3g/ m*) ThoTHEMEIIMENZ LR RINTVND (ﬂ%%é%‘ﬁ~
%), F7z. EBMT TliZ 100mg/ke & 150mg/ ke D LLEGRER N BAEEITH TH D (5F 52 A7 A U H ik
HEWRH) , BOEOKANZBNTEH, Flu &EOOFAT 284 1%, 50~60mg/keg X2 H (F 100mg/ke. ,%@
3.6g/m?) Y LEZHND,

EK@/J\ AR B IRIENF 22 OBETTld CY+HrATG (A EZ a7 Y ) ORLEZ V-

. TEAEOIRA ae% TNREMEICRZZ2Z ERHLMZENTWD, TR LT, Rk 16 £
fﬂfff%é PRI B 2 B9 2 A A ZCEE ] ISR WA SIZ X 0 iThb i AFAER BRI EE D4
FERA T, CY+ATG ECYHIH L U AL L O THEOMEIZA B ZILA LIV TR,

ATG DFEANEREZIE L L TRO LN TR o727, DETIL CY [2MxTEY o Eilds
(total lymphoid irradiation: TLI) "B & Hh#RE (total body irradiation: TBI) 23
LIZULIEHAWSENTE T, LML, 7T AT AU DOBFHZ LD BEHBRIEH L U A v 21728
FCIREREE OV 27N FERKN L DA E2ZT AR THERIZH W ERRIN TN D 1%,
DD, BEL A ERAWSERIZIE, BEO YU AT IZOWTH4IZ7 A Lﬂi‘%ﬁ%ézgﬂ%é
7272 L. BARO/NEFAR RYEE MRS ORMGHCIX, AL o2 /%é V[ TR RS 2 FEAE L 7= il
BRI TR, £720 BIRORANBEZG L Uz TRPRMEE M FEE 2B 2 P88t o 2EFHAE
T CYFATG ., CYFHMH L DA %D RN ADOHEEIZENFI 3.3%, 2.0%E AEZIIALNA
Mol T2 UBIEMBEINEWZO, BHEMES HTWD RN H D, HARNTIL GVHD OIEIER -
FEE DMy HEHEOIRA S A T OBEERE VBN S5 O T, &0 W EE Tk L Tidd
0 TBI %ﬁbubf_jﬂbxﬁuﬁ EMENRD B,

PLED X 912, HLA —E[FER D OB T 52 BHATLE X E S EE > TWARWVD, Bl ORE &
HARDRBEZIFE ORI A E 2T, 30 ﬁ?ﬁ{?ﬁm'%%‘fﬁﬁﬁmllﬁliﬁﬁvbﬁb\WJ Zxf LCIE CY 200mg/kg +
A7 a7 Y 2. 5-5. 0mg/keg, HaMLIEIE A2 \WBINZ KT L Cid Z AU TBI 2Gy Z B0, 30 milh Lo &
FHIZx U TIX Flu 30mg/m*X4 + CY 50~60mg/kgX2 + YA FEZ a7V 2. 5-5 0mg/kg DHER S

5 [IV], TLI i& TBI (bR CIEMMEICRIT D LW I RZH D0, HENMELS, BAROPRETIZ K
%éﬁx/urg FEALEHREIN TV R, 207D, HHCRESF AT O U A7 BREWENIER LTIX 36y 2
EOTLI # Eicmz s 2 & bHsEans [IV],
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AR BRI B IROBIRS A 1

b-2. BAEM Y — &

MY M E AR A (PBSCT) 12i%, MEMEE AN F W &R0+ il 2 R Lo W2 &R Em
AUy MIHLN, F—va v/ VERiBHE 7 v —>7 (EBIT) 3B X OEEEE RS E (IBUTR) DOfENTIC
X2 & . 20 LT ORRY ML i B R E 13, BRI L~ TEME GVHD OSEFE)NE 2 5 7= B fFR
NEBIERTT D EMESNTWDS 1 £7-, HAE mﬂ%@@%ru%%éﬂtlm%kt%ﬁﬁ
T OFEAER BMEE MABE OMITIZIBW TS, PBSCT 25217 7= 78 50> 5 AEAEfER (74.9%) 1. B ifsh
Z 5z T - BB 482 il D b AEAEAER (87.0%) | <%ATﬁP@WWAEﬂtOLt#of\®FTw®%
BEERRS INEE 22 S, @ R —DRENSBEERE & ik L TE L BWIEES ., @B B2 HE Y
fiE & FEAE T 5 ATREMEDMB D TRV, 70 E2BRE | AR RMER MK T 5 BRI XA i Hifn ¢
TR BHE WA ETH D [T],

c. WIWEL D AFHERDY 0123 <. G-CSF 5% b 4 HHER DG 2 72 BIiE AR

Z OEEE OBE I KRN SRIEL AL TV D, PIEECHERIRIZ L » TREEZ M
Z HIT/NREITIE, SREImHIFREIC L VR 6 BICHMAEHND [IV] o LavL, AR Tl
YLiE O HE 23 K #E T & D 72 OB MHIEIE I AN 2N 2 ERZ N, BYMEEZ RS ATG %%
F7ERE R, BT 2R UL BEMICEE SN TS, Lien-> T, — WM 6-CSF ## 5 L7=D
HLHIHFFERNE 72K AT, JEYYEE 2> b e — L TE R WA BRI ERE ML 12 K 0 JRYLYE %
BMESEZ) 2T, REBERF—00 08 EE DT~ reduced—intensity stem cell transplantation
RIST) b BETHHLENRH S [IV] 7, FEMfEEEBMEIZIZE A EOHEEMICE DRV T, i 1
Py, HLANT B &2 A TEEEBME N 218582 L0 D, il TSGR CY #5112 K 5 HLA T '
2 A THEEERBEORAERHRE I N TS 1Y

d. ERHIRELE & EPAG HEZNIIZ 3t A 1RIE

HLA A RN 2 FFo b B 2 50%E L7 40 AR OBE B L O 40-70 £ TOEBEE TIX, HLA 7
VLA IEMZ K= W I E A2 E BT 5, BAROIEMEEHBEOT — 4% TlE, 16 MR D 5
AR 87, 5%, 16 Ll b 40 mEATE T 68.8%, 40 LA LT 57.6%TH V. FHCHFEE CRIFE G BB
DD B 5 L HLA A ORISR IEM R R T — DWW EBE T, IS <> HLA A BN %
JEINDD, ZOWSIZOWNTII 2720 5 2 KRR E L TEMEINDINETH D,

FERRCAOHEIC L 0 E M O )52 7 W EBE SR 2 iios L 72 B 1oxh LCid, 2 [BIH o
FENHIETE (IST: ATGHCsA) & ET 5, 2 [EH O ATG IEEDERICOVWTIIHMEIZ LV EVRH S
23, MBI ATG BEh L TN DFRBENZ LD LARVMEBNCH Y |, #IE] IST IS H% O FREE TX
DREMIICBRE T D 1Y, L L, BRI 60 Ll L@l Tl IST O RNRNEFER BT 5 &K
7T < ATG IEICHE S ke, i, DA%, REIREEDY A7 @, EFRLEW LRy
D6 E DTSN DOWTIHE 2 OREF| THEEICHRFTT 20BN H 5 M, Fio, ATC & GIXRAIZE R &
ENTWLDOT, RUEETHEGETLHAIC 17f747%/%V5/7@k b R AP R RE A A E Y =
DULETHD, £, Bl D b T4 T TIERL, ZHRIC L DERRBRE L CHEm L., Foht s

FHEEHOIZT D ENEE LUV,

2 [0 B D ATG IRIEDANRPEA GG D TERWATEEMEN 5 B AR TIE., EREIZx L CRDICRDOF
IO LN EN D ATCH CsA PEIEA NI OFI 8 ENL 3 » H £ TIT B Dk BED IR Z <+ D T,
FNE TITHRIMERLIFFEROEMA 2L A N2 WHIZR LTI 7 UV ERT > 10mg~20mg/ B %
A32% [VIl, Bt boizoEAREAT B4 RE2#EH LIS WEMEBE ISR LCE, IRMSHFHIE L
= (RBREISL) 200~300mg/ H 2% 545,

b U RRTF KRB TH D )L b 1 R 28 OS5 IR E A ok BE AR R B
OIS BEEIC A SN TWA, Clonal evolution ~DEEENIEA SN TWAED, 5% AR TEHAR
EhaZ ERMfEsnTtnsd

d-1. —FEH @ ATG ¥k
I—1n v XOBMHTIX, FIEO T~ ATG(hATG) # 3 » A £ TICUSAE O o T2 BEICH LT 2
FEEDY 74707 Y BERZYHEATCEATG: A BT 7Y y) WEEESFAZLI2LY,
FNEN64 %, 77T SDOBRFICEMNEOND Z EDREINTWD, —FH T, KENSIE hATGHCsA R
JEBNZ KT D rATG+CsA DZEENHRIT 30% L HESINTED | m@hMG%&_w%# L6 5 AT T3 A
W23 D rATG JEIEDZZH R 65% I L TIRW Z E RN FER S Tun b 1)
HATIE, #IE ATG+CsA BB 3T 5 ATG FHi G- & FEilfx N T —70 b OB O AL FRE /N4
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P AR BHRMBIEDOBIBH 4 K

KB IMIGHIES THEE S, ATG 851D 5 4FALFH (9. 5%) (1% URBMT £ DAL (83. 9%)
IZHRTHRIE -7, F70, TRPRMEMREEFICE T 20988 SiiEE & x5 & LT o 28
1To-2FEHETYH . W ATC BT D ATC kG OA RN 17% (2/12) TH o1z, —FH. ¥
v N7 CORRERETIZ. Vo747 a7 ) VEGFICBITAE Yy F 7Y COARIERS RS 17%
(3/18) LIKMETH -7, LT - T, A7 07 Y U EHFNIK LT EHO ATGIFIEELT O BRIC
%, @A) ATG FIEL AT B O FEDOBEN R SN Fl a2 x5 & LT, R E LTETRETH
% [IV]), WIEIOGEMEIRE TIXATC % 3 » H £ TR ORI~ B A BN LA, rATC Tl
VDOUEFEDBENFHHNDETIZ 3 » AL LD DH R0 H50D T, ZEHD ATGC #1795 £ T
b6y Al oRETHD [IV],

d-2. BEHRILAT A ROBEMZS

AR L72 X 912 ATG % 3 H £ TS EDOMEN 2L 120> 2B TlE. T OB EMIE S5 A hE
PRIV O T, B EH 4 2 HENLS T Y EART L 10~20mg/ HE AT 2 0w onsd [V,
7272 U, FEEFEFIDIEHE TR AR BHALOBIWER N & 5 729, LthBE 1T LI+ 72l N LB T
H 5, REMHIEEASSE E BRSO AR BEEMICK T 52 EARIEAT oA ROZHFIZS
WTIEE & F o S ITTFAE Ly,

R FFEIE L TV — )L 300mg/ H oy 3 (BREREISH) & 532 [IV], Y —nizid, 7V ER
T UATHARTEMHALORBIER T | I BREHRE TOMMMPENE W IBEND 5, SR KR & B
R 1T D RRER TIE, SR IERE N B TH - - LMEREICB T 2 ERRITN 505 TH - 7=, [H
FEMEE ML P E (B9 A AFZEEE) ISR DB CIX. S RTREZ: 12 BT B IEEE 2 1 (17%) ., &tk
B 3 (100%) . 2K TIE 422 fERE D EH N A iz, 128 o &5 F ., EEZ2EIERITA
Sy ARAY/EEoY

d-3. JEMiE KT —n 5 OB HEBHE

DDETI 10 AR O/NEF 2 RN T HLA — B3Rl K —0 0 OB BB O AT T0%R1% 12 &
EEoTW5b, 272 L, BIEN OB E TOMRINE W TIXAEFERDEVER S A 5TV 5D, KFIZ
I 2 ELNICBAE A 7261 Tk, 2 UL ERGE L2 BlIC R THERICAERER S W 1) 2ok
B, TNFE TR ARIZIEEO T THEL) & S, FERC2HF IRENTF TS IIESIC K —
MBEEFGE L, FF—>0EoniuiBiE5ET 5 [IV],

R —i%, HLA @ 8 JEA DNA L~ULTIR_RT—H L TWAZ ERNEE LW [IV], #2720, FZpED
BRI N7 2 LT IR & BB AGE OTIC L D & HLA —F R —20 RHEER WSS T, 1
7 LRSS, C, DRBL X ONDQBL WD WTNMNEE DT LARREED R —ThiuL RF—& L
THARTEXDLZENRENTNG 2,

BAERTALE 1 TAEYER) 72 & DITIEAE LRV N, DS 40 kLA R ¢ JRIMLER & i/ MR g i [B1 5 A% 20 [=]
DFD (~EZu~ b=V ARRW) FBAIE, ZRETIEEICTYZ7aR A7 7 2 R 200mg/kg & ATG
WAERRREED TBI R TLI ZBM L2V P A U RNV TE 2 2L L L, Bl ATC OFEEEC &, TBI,
TLT D &7 EIZ DWW TE IR S Ty,

HARN TR % O 2 GVHD OBEE MRy, MDY 27 3@niz, Bk TR B+ & ST
W5 26y %o TBI TITEMEZ LT W ATREME N B 5, /NE AR BEE MRHEATZES Tl €Y (200
mg/kg) +TBI (5 Gy) +FATG NFAVWHN T 7=, 7272 L., Bk L7ZAAS OFEIC L D &, AAARAIC
*4% CY-+HATG % HLA # A [ CliX, fEHECIRE X A ZICEBEN/NLIEEE TR0 K
I THD, 2 Gy R D TBLITRANEE TIIHEENBRODO T, EEBHBEEICOWTCIISRERICHE
FL TV MERD D, o, TLAY X7 0BT, il K F—0n5008MTh-TH GVID %
FIFEERICIETE DAl RSN TV D 12,

Bl CIXIREBERME A2 O 772D ZAVE TV EZ AN Z LICE D CY 2L T LY A v,
M RF—0 D OBMEIZEB N TH ERE /> TWD, HEDEBNT OWETIX, 14 mAMOBE T
Flu (120mg/m®) +CY (1200mg/m*) +HA €7 a7V (7.5mg/kg). 14 Ll FOFNZk L TiZZnic
TBI (2 Gy) ZhN 2 7= B ATALE DA ATEDS G S, 2 73%. 19% DO EMAFRENHE I TV
5 BEDA XY ZADOHA RF A > Tlid, HLADNA Z A £°2 7 T 10/10 —% (HLA-A, B, C, DRB1, DQB1)
DIt R —DFH4E . Flu 120mg/m>+CY1200 mg/m*+ATG+TBI 26y F7-1% Flu 120mg/m*+CY
1200mg/m*+ 7 L ALY X=7 . 9/10 —BDOBAIL Flu+CY+ 7 LAY A= 712 TBL 26y B4 % Z &
DHEE S LTV A O

HARTIE, BAERBMEMICKT 2 BHATLE & LT Flu O ANAR S TWARWZD, 40 R
i CHEIM S D7 < ~EZ B b=V ADOFTRNAZ LUVMEK Y A 7 FEFNZ R L TIE CY 200mg/kg+ 4
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AR BRI B IROBIRS A 1

A€/ a7 U255 0g/kg+TBI 26y BEID LD, LaL, 40l EEmid~E7 v~ h— AfT
RattomU A7 L TIELFlu LY AU EZET & Thb, Flu (25mg/m®) +CY (100mg/ke)
+TBI 26y & W/ NEFAR BER MIERIES OB TIX, 5827 R —% A U XLARHELATY
RBE, MHOABAREIBABHEEREH N ERRESINTNDE CRERT—%), HRAHBATDH,
CY 2-100 mg/ke % A2 Flu LY A U TlE, IREX A 7 25 O ABSAREOHERNE WERIN & 5
NTW5 CREET—4),

—F . T AU Tz Flu 120mg/m?+CY+ATG (rATG 9mg/kg F 72 1% hATG 90mg/kg) +TBI 2Gy L
DA NTBIT D CY OFEE AR A R T, 150mg/kg O CY %51 3gss i 1c X B 1R E
WENRERTHoT2lzd, ZOEOT —AZHIE S, 50mg/kg F721% 100mg/kg @ CY $& 5238 TH
HERMEESNTWD B, ZACk LT, HEO Flu B TIE CY 60 me/ke 2 HEAHWSLNTEY . =
NI LB DEMEOHEINCEEROE T ITHRES N TR 2 oz, BHARARACK LTI Flu
(25 mg/m*xX4 H) +CY (60mg/keX2 H) —+TBI 26y {ZV A7 a7 VY o 2. 5mg/kg X2 HDEMHBEID
oivsd [IV] ., =720, A4 E7 a7V 2. 5mg/kgx2 H (3 5mg/kg) @ day-3, day-2 #51%, HA
AT RF—THIIAD in vivo ' R—Y U TR I VT 5720, BB UANLRIZL DU /S BEE
BRZOMOEER VA NABIMELEZF R T LHARERH S P, Zokd, HEEOHES, day-5,
day-4 72 E~OF G B ORI L2 EET & THASH [VI] .,

d-4. ZDOMOMREE R —0 5 OF i

HLA —E[FAfa<e HLA 77 U v—EdEiffx KT — 25 5 e WA OB K — & LT 235 8 &
. BAOREFEREEIZL D & FHAERBEREMICRT 2 a8 MO 5 FAEFRIL, 16 AR T
72. 5%, 16 m%LA L 40 mEATH T 75. 2%, 40 mlA BT 44. 5% & MG ST\ 5 D, Ff# I 2 V7= Flu Bif
EBMEOBEIL. AMHRIEOHAZICIBO TR ELoodHh 53 10%  BEHioREWEARAEFICE
I BIEEEBIIARHTH D, A XV ADHTA FTA L THRILEIZOW T a2 d 2 idene &h
A3, Flu+CY 120mg/kg+ATG+TBI 2Gy+RituximabX 1(day+5) 23 HELE X 4TS 100, I 7= ik i | 45
WCRRADBE ., KEHT- 0 OB DR <HHD ) 27 BNEL 725, EBMT OF — & TIXBASIRAERT
DRI AREAMIEEL 3.9X107/kg L ENEZBREAGFRICEETH D &S ¥, MIEKOMEDT-D
B DT L2 W B LA DIV TV D25, B8P GVHD D U A 7 H3@E < — XA TIEXA W 25, HARD
D OWE TR, BIER 24 e EiEFARBIEE M 12 Hilicx LT Flu 125mg/m?+melphalan 80mg/m*+
TBI 4Gy & RIC & L CIIBWETALE 2 AW T v Z o=y F OIS IMBME 2170 . BAERE R
HLfiE 2. 50 X 107/kg, CD34 BEMAIAE Sl 0. 76 X 10°/kg & MAEIZ00 72 C b b 53 11 4
WCAEBENE DI, 3EAEFRSI. %L BARHERENE SN TS 110

— 5, IT4E HLA AR N & MEREE 2 P I TN D L HIZR2> TETWD, AR L7z L 91T,
AL K CY {EIC K D HLA Y5 BHt 2 52 1 7= M gs iS5 AR Cld, HLA — KA R — 5 0%
flifth &R WVEFRNEOLNLTWNDHZ b, BAERRHAND L S R EEOERBIZH L THAE
AL T AREERH D 1, A XU AL OME T IST UG 344, FF¥ 1 4. Graft failure
44 (LA —E 3Rk 3 4. a1 4) OF 8 4IZx L, Flu 150mg/m*+CY 29mg/kg+TBI 2Gy %
ATALE R, BT 6. 2X10% kg @ CD34 BEPERIAN 2 & To KRS MR HAE 2 B4 L. GVHD TBh & L CRAl
% day+3, +4 (2 CY 50mg/kg/ HZ& 595 & & HIT tacrolimus & mycophenolate Z 7=, K —HLA
(KT DPUAEF > T2 2 4 2 R< 6 BITEENE SN, BUEEHMTPRE 12.2 » AN 54EE LT
6AEENEFLTED, 2 GVHD b grade II N 1 LI D LNT-DHTH 7= "% FILEIZDOWT
FRa B ARELNTWAELDIZRWE, A XV RADOHA FT7 A T EFRORLE D HELE X
nTunag 10 ey — 2L LCTIRBERE T MAEEREO W R I EIL CAME GVID ORER
(33% vs 25%) &2 GVHD DFIEE (13% vs 13%) 122170 < ., FEFERETRICHABEIT W
(12% vs 22%) Z&EMDH, ELLEERLTHEERNEIN TS ¥,

NSO R =00 OB S %I L DRRBRE LTTWV., TOFREEZH LT D4
HWRdH 5 [IV]

d-5. SEIMHEIRENAGN TH > =N T O%ERE LI-BE
wIlEl ATG FIERE I TH - T2BlOK 3 BINCHARRMEEMOFENIEBO 5D, I —1 v/ OkE
TiE, FlElY < ATG (hATG) B HREFICHT A Y 74 7 a7 ) v OFRIT 61 $Tho7= 1, K[E NIH
DORAE TIX, WA hATG & 5% OFFFFINC rATG (A E 7 a7 U ) Bh L6 OF5N%HEIL 65% & it
5] (30%) & LB L CRIFCTH 7= ', HE O OFRETIE, FIEIDOV 74707V U RERTH -1z
22 BIOEIEID HH 10 ] (45%) 1V 7+ 7 a7 Y v OFFRSENEYD ThH o712, —F., BT L HHE
DY 77TV HBICHELE Y F T U U ERE SN 13HI0D 5 BEMIIG D7D 1% 5 45 (28%)
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Tholz, BARMREGEOTREREIC I T, FIEY 7+ 7u7 ) A HFEROFEREFNCBITLE Y b
7V DAEZRIT 40% (6/15) ThoTo, By b7V AI0 Y FMIEH MBI G %5132 L SN
TWLDT, $AETZ T URRIEREMRERSTOLHERE LA LTI A7 0T Y o2&
59% [IV],

d-6. HTELIRIRIE

AR > X 512 EPAG 13X, SayE#mifilg ik (IST) At EREFA R BHERAMICH L THERITH D Z &0
REAL, Bk s HRTT TITERRBIN TS »® P KE NIH ORFRRER Tl 17 56 77 5% O IST A~
Jis i BEE B AR R BRI BB 43 441256k L C EPAGS0mg/ H—150mg/ H 8% 5- &1, & 5-BRlR# 3-4 » H T
40% (17/43) \ZHEEL D lineage D IMERHIINZ TG HAL. NIROMEIZ LV 3 FBHE T X ToMMmER
RO G DAVTIERI S 7 B F THIM L 7=, #5-BMEE 16 HORER TRIGHE LN THNRFIE L 72>
72 2 BlE, ZOBRITEILHES I, AT 44% (19/43) \Z MIEAAIOGME BTV 5, MER[EIE O
Bhf72 5 BIIZ- OV T BPAG D& « FIERBRZ1T-> TR Y . BRI RE 13 » A T ERkE x4
NOFEFITHHEEF SN TWD, BEFHES LA WHR N T AT 2 —F ERLUMNE, OB ELSET 5
HOTHBAE T, BRI H EPAG B 5 HIZITRE O S -7z, TPO S FAEEN O£ 512 X
O fEtR ST B LIZER D DAV TR NS, EPAG B¢ 5.BHAATS 3-13 » H T8 4 (19%) |CYuta{im
WSHTT I HERR S AL, EDOWN 5412 T HFYEAREE RO 5 TW5, Clonal evolution ZBE LT
WD R[BEMED B 72D, BHHNZHOWTIIEMMORBBENMLETH D *, £/, HARTIIHIO TPO
SRBEEIECTH L0 I 70 AF ATONTHEHABNCX T D RS 111 FHRBRE T LT 5,

2. T #

BRIE « AED FTIE, ILILERBAD 238 > Th £ o2 < EITLARWBIRLHRICEET 26 6 &5, )
ST, EEFNIILMERBD B3 EEIT U, KERIEO A TITE T 0N T T 5 & STz, &IIT
IXPUEWE .. G-CSF, I/ MKERI 72 & O SCRPFIENS R E U, S Ao E B S FE 1% R AT
bbb LTl o7=-0, B TENRIMAE L /25 FThEL, BT ICEMEELBEFTE 5, 72
72 L AFHEREL 0 OBIFER CREAREN 2 > b 1 — LT X 22O AR Tl S R E N i T e X 7
WE FRGYED T2 D1 T DHH3% 0,

1) ~EZu~vh—3I %

— B D FEAE FICFAE % K W & fRa U 72 BB I3 I RIE I K > Th BaER T, @ Ma0 7R i ek
i « /N L 2 3 & 35, ARIMERENIM 2N E TR 22 5 & HERIE - DAL - [FEEREDO~E v~ |
— LV ADTERD BN D, DEMOREAIRIZITIE CITHEERLETH I, AL — KT 72T
A (27 VA R) IEARRESEZ P S5 2 & Cligif i Sk EE & S S 5 A TH B A
HARBMHE M 2% 4% & L2 EHRHER (BPIC study) TH., M7 = U F U EOMETFICLE> T ALT X
ABYES H T L AVRENE ", E5IT, EPIC study ICHEKS NI BF OHT IST SRIFHTTHAT
W72 WIALE AR RHR FTEEZ 24 BICOWTRRNT L2 & 2 A, MG 7 = U F U AEDORD NEFEHTH - 7= 11
11 (45. 8%) | MK I 725085y 7850 (Cami tta JE¥E) 3G Hav, BRI EMIEKFIE L 7o T, 7272 L
MERAIE 2B O =BTV TN LI EEEF TH-72 " T 72T n 7 AZI DV ~Er/n~ b—T A
X BEIT T 5 2 E RSN TV D,

2) ZWRMOI o— MR

FHARBME O ORISR H I MDS LAV B M A MR IZBIT T 2 Z 8N mbhn T b,
GE IR IEIC L 0 B L BRI EEE O 5~10%2% MDS, # DO —BAA AN B #iM: A M%E (acute
myelogenous leukemia, AML) (21T L. 10~15%2% PNH IZRATT 5D & STV 5 BB Zickt LT,
DOME O /N AR B YR M IEREIFIEE O R T, 109 B4 MDS 2> AML I284T L 72 B3B8 22 i oo
RAE 72 7 ATE5BI (4.9%) DA THoTz 2, Fiz, /IMEHETIT v 7= o) Ml 161 0O 1% 55
MEITh ., BIEHIR O h Il 34 #» H TMDS £ 7213 AML (2/4T L7=11% 199 il 2 481 (1 %) OB TH -
72 WEZEANG, RERT—), LEEB> TOREOFAERNBME M B3 CIEECKIZEE~T MDS « AML
WCBATT 2B MRV ATREME RN B D, DBEO LA 101 1 (G-CSF FEFH 50 B, OFFH 51 61) x4 %
G MEIEIE O ERGTTC b | BIEHIF 9l 52~ A (G-CSF FEOF ) . 54 7 H (G-CSF Jf A1)
TMDS & 721E AML IZREAT L7241 3% (G-CSF FEFERAEI 1 1], G-CSF PERGI 2 ) OHRTH 72 %,

SR INHEIERT O RN I A MERICIS 1T 57 0 AT ENEWEITT a 27T EREWEICH T, 7 &Y
BIRDE ) VI =G0 7 0 — U WHRBA~OBITRNE NI ERIRE STV ¥

TRPEMDS D TIR T BYAKRDTE 2 VY I —ZF MDS 13D TP BTN, 7 BYERO R X,
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G-CSF Z BEHI# G SN BEC, HHRRHIPLMERBO BN EE CH - 2 BFITHBL LT WY, Lo
T, 20XV A7 D@ WBFEIT L CUIBEM OGRS HTO, R MBRIER 2 x5 & L7 FISH f#
Mz EHIMICAT WV, T BFROERDOTE 7 Y =0 H SN BICIEEe ) S [FIREE et A 217 O &4
ERnd 5,

H kD IEFRIRFZE T, % RIEFAR BRI EF 439 450515 507 668 Wik % W RS RSE T
5B RRIFHCMEAT L, 7 v — g O FEm A Tz 2 IST 1% 6 » A Kl TOMIKIZ-DOUT MDS
LML TROONDEBRBIRTZ2ETe 106 OBIRTZHHRT2E 25 36% D BEICEEEL TR E
. FOHRCEMEEDBIET L. BCORE BCORLI (9.3%) . PIGA (7.5%) . DVGMT3A (8. 4%) . ASXLI (6. 2%)
TdHh o7z, F72 SNP array karyotyping Tit. 13%0D #3112 6pUPD (uniparental disomy of the 6p arm)
R, TOM-T, del (13q) 72 ENME SNz, TNHOEREADLED & ATRDIERTY 1 — ik
MAFRD BTz, & HICHERBICHRR SN IZREICOW TR 7 Y — MR 217V, 7 v — i o
HERBIZOWTEM L7= & 2 A, PIG-A, BCOR, BCORLI EHR 7 o — 3D i3V nEEOMAERH Y |
OB IST IZRT 2 EWOIGNE L B2 EFR B LTz, —J5, ASXLI, DNUT3A, RUNX1 75 5
71— U IRRREICEIMER 23 8 0 . IST % OAEFRITIK > 7=, PIG-A, BCOR, BCORL1 755250 HLA /~~°
0 XA TRRELTND 6pUPD ZFFD7 v — 2 OHEINTA 0 THIROKEN S =R r—732%
P OFEZRB L TWAD %8 Clonal evolution ®—¥G23HH M- TE 728, 7 o— & o
HAF I RAFTBEHETIENZ LA THY, RIEER I o — 0 OFBIR A B = X LIIRAZREBL N,

13. ARICIR S VA Lok E

DRI

DREIZR T 5 AN B MOFERBTEE B EED T SITHE S TRV ERMBETH S,
INEWLNTT 20T, BEERFR GRERE & U CTHHIC HEE S AR B L jE 6
[ZOWT, BARMEAREZRE S (TEETHNTTRENLHG) BEHFREZGE L, BE-CIRROZ LM
ERET 2 ZENREND, FloHARMTFE TITON TV L MR EREKD T — Z 2RI L2
HEOER WS D,

2) & Wr

JEA S BRI T B A B A TRPRS M ifn B 5\ 2 B9~ A AT TR BE | CTT - T D BB E B 0 4245
Bk, BRIEADE L FTI L LE 2 —% @ L TRBOZ Y2 BEET 5, F7-. REMEEEICRT %
RIPER P % A2 HER T A0 0 L — I — % FET 5,

a3

ISTIZRBITA YA/ uT ) OEMAELIRET S,

iy 1 FEAR A7 DEE - FPEERNC )T 5 CsA BRI 50 AtE 2 HiET 5,

M EIERNIS O AR BEMAMIZT 2 EARIEAT 2 A FOFMEEZIHGNZT 5,
FIENATG Rl L OERBNZTT 5 ATC RS OF M & 22 H b3 5,

G L o A 2 K0 S AE 2 52 1 72 BB D “IRBERADOEREZ EEFHEICLY
BH 5T 5,

TIVHE T U HEARFTAVER L3 5 BB O AMEE ST 5,

BAERTALE CHW S ATC OB &R 5 B LU SR Z B 5T 5,

BAERTLE ., BFIC T VAT LD A DR A~D B LI 5T 5,

BAERTALE BT A7 L Y X~ 7 0 GVHD #i2h 5 & 22V O fdE,

HEEMEEA R B IMIC 95 EPAG B LU e 2 7 a 2 F 20 F Bt & 2t 2 RERRIC X -
THBLMNZT S,
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