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1) EFREOARABIL, BiEA TR, BAETR

BYEE OB B8 - TEB SN2,

— BAEEMNER (HHER :24)

2) RO NOHBREEDHRN SN TOVRVEFF

FHIIREFTOZ AT TEHELARW,

— H44. K94
EFROERE»S, 1. 1) 2) 3) BLU2. 1)

ERETRICBEA L, 2, 1. 4) 347 v av

ELTERALE, Zhbiamz T, miFsk, Feafn

BRAESRE, M7 =2 ) FURERERICTHRED

EEXMZ T, WRAEMAZORFTREMER LT,
RPEEORRBIZZOUITRETT, B, TO

BETE AT & B FAR TR g,

ko, FARFERE, MRHEEEOE 4 IZRT
5B REIRFIEORIURLOMET TiT, Mk EEE
TIIFHBERE B LT, RBBE, 7 ko
TRk, SRS RERRIE S L T —k
T, ML, oI, YA A DR
LTz,

BLANC BT RRRI T, BB RE . #hk
FREERE L L ICE L CHARBIRRIEOBRIIC K& 70E
WEERD b o T,

FEBINC AT IBRRIRIL TIE. BT BEERE . Mkt
FAEBE L b, RBBEE L OE LB SR
EEEVFBREIZEEN 70K LT, 7 Rke
TR, RIEIEIRE, R, YA A
BIZHEWERBIZ Y DR AR RD bk, BiZ
& M HIRBARIEIT 405 ETIIZE A LRBRE
NN od,

JRBUBINC AT IR HORIL CHk, BTGB R IOV
Tid, BREITIRT v Ra s U @ik, s mmpliss
B, TRETIEE SN, YA NI A VER S
<L RRBETIIROESIE . EhEMaBERER L
Mhotz, MEHFEBREIC OV T, R TIET v
Fa R, REMEIERE, YA M A VERE
<L ZHRMECHIARBBIZEN S | BB TIER R
FBBRDRIE, R BILAZ AT,

HEIEE RN AT 1BFIR I CrE, EIEH (Stage3~5)
TIXEIER] (Stagel ~2) (T L TROBEIZE D3
LT, SREBEENEM L T, R azimE
Tk, B, A A CEOBMAE Lo
7
2) PNH UM EREEE 31 B, & PNH X 22 7 H£iX 22
Bl (71%). PNH BUMEREEMES] 144 FiF | & PNH A
ITRET 14 B (10%) . BBPERHER 61%, 2T
R 94%, SIEMHIIED R HRITHE PNH A 2 THET
81% (11 FlF 9 BITHZ) Thoiz,

RABARBMREMICE T 2REREY—D



—DEHREPALNCT H2DOEHERILRFIHHA
BEPREER ) 121k 50 FEER D5 110 BlOBERNH T,
BT 58 1 62, O RAEIT 58 F (16 F~7T5
F) Thotz,

05 H 2 BIERBRBRAR B ES RV ST
&, LA N OMRATIL 108 Bl & x5 L LT,

PNH B ERFRPEFIL 2R D 75% T - 7=, BIEE
B-CiX stage 3 23 87%. stage 4 23 72%., stage 5 A3 57%
Thole BEHPTIIAZRD DT EDD, F
BRI 10 ROBEE (50%) 2MEV MBI 8 - 7,

fiL DRS-1 HLEBPERIT 35%, HUE T o HURR
MERIT37% T - 7o, £ 7 PNH B ERFEMEH (n=39)
(ZBRD & L DRS-1 FLKIGMERIT 28%, LTIV
PUAGMERIT 14%THD, PR bEHLh—F
ERETHHNI3I%TH T,

Hv—A—HD 6 PARERTORDELLU2E
BEFERERITTT,

TR BAEFR
Bt | RRTE | BatE | Bk
PNH %! f Bk 63% | 63% | 88% | 96%
PUDRS-1 Hifk | 67% | 61% | 86% | 92%

RETVUHE | 57% | 60% | 87% | 92%
PNH R4 i BREG 461 & 2441 & R T 16 BA %A
56 H ABDIBFNRELEB LT 2 A, KDL
M RART T 4 TR L3R MBI
BEREZIRD LN o T,

F 72, U DRS-1 Uik K OHTE = v U HE D
IZ X DIRFERO AL, RN G 6 » ARFAT
BETLA LT A, Bt - BEEMCTHERZEITR
bivighroTo, FERRC, WTRORRLETY 2 £
PAEFRIIEEEIRD LR o1,

BB, WTHLO—A—bREL2RWEID 6 52 A
KR TORDE @1%) I, WTFhhr—o2l ko<
—H—ERE LTV LHDEDR (67%) ITH~T

EVWMERICH > 72 (p=0.11),

6 N ARRCTH L HBT SNz 61 610D 5 5 PNH

UM ERES D 46 Bl 6 6] (13%) . FEPED 15 6+ 4
Bl (27%) TiL. 3 7 AR COFREFESEN TH
STTH AT ) v RBMENR TN,
3) PRCA DR TiL, 185 BIDBEDG v, Bl
WL OB TIE, FREE 73 61 (39%). Fek
112 B (61%) T 7z, Feastt TII Mol R B E AR
HRENFELEL 26 (23%) THY, RWTHERLY
VSERIEZIE 14 1] (8%). B L/ 3fE 8 $1(4.7%)
Tholo, BREERFRBIZ OV TIEBLIC®E L,
PUF., MoRRME. 861 RS ES I OEEY
PR R L T D RF R ORISR & 1T
A R RE RS E R ZF OER OB
Haematologica 2008;93:27)

it R R e LR AR S ERES 41 1] D BRI B SRR 4E D 1
66 % (27—825%) . B34 ThHo7o, HORE
HEROAIHI 11 HEREBOSMHISHITH o1,
T A 5T L7z 31 4 25 BT, ARFERBRIE L
DRFFHRIENT S FTRE T o 72, 25 B 17 B (68%)
P AREEER S RIE LART D BIRIE T o 72, BIRIEHI %
M HIRFERBRIE £ COFEHHIMIL 77 » A (1-366
7 R) Thofe, RFRBRAER IR HNT A5
T2 8B 5 5 5 Bl R MBI RE L BT I8l
BN, 2 HITTHER, o 3 BIORIGITIFRHATH -
7=

HIENEFSISPEE LT, CsA AREIT 1920 4

(95%) . & 5-Bi3H 2T 4.6mg/kg (2.0-6.3 mg/kg)
Th T, REHAD O Hl . F T O HRIZAFAT AT
BEZR 15 PI2B T2 BELUWNTH 7, CS HRRIT
6/13 51 (46%) . &5 &ITHZHIT 1.0 mgkg (0.3-1.1
mg/kg), #EZHBFIT 0.8 mg/kg (0.3-1.2 mg/kg) TH 7=,

(Hirokawa et al

v7u74 A7 7 I K (cyclophosphamide, CY) (%1
BlicikBLNEL (CR) ThHoTz,
FIENER G5 D IRRBUREIL, CsA 2



D1 FIEFHRIEO A TRBBE S N, CS EX 7
Fls s BT CsA BRA DI, 3BITHEBHTH T,

HREFHHM & 2AFR (0S) 11, AHERHIC
CsA #(n=19). CS FEm=6)/1ZnE LT, CsA BEOFE R
X 0% (Bl P RiE 26 » A) T, CSHOBFBRIX
50% (BT RIE6l » A) Th-o7, CsARE 17
Bl CHEFFIRIE DS kR S v, EEE 5 BT 2.4mg/kg
(0.5-4.0mg/kg) T o7z, 2 HliL CsA P lLEZNT
N19 7 A, 677 B OB R THEBZHERFL TV,

LFEFID OS HEHRIEL 142 » A THoTZ, 7
BT L, WERITEGYE 4 B, EAERRAE 1 61,
A2 TH Tz, ERBEDOET % CsA BT 2
i, CSEET 1 PIRDT, CsABEE CSHD OSICH
BEEZRDRMNoT,

B BEKLY o BRIESE BEUAREFERP (Fujishima et
al. Haematologica 2008;93:1555)

FEhL Y BRI SE BRI ERES 14 FIOAFMT C
X, Y7 ukRA 77 I FCY)BRERLEEN 8 HiH 6
Bl R LI, CsA RGO 3 Flice LTH CY
MEFIZBNTHEI TH o7z, —H. CY DT
CS MEZ T - IIEFNZK LT CsA BHHDHA
HdH U, CY, CsA, CSOWTREFRIREL T3
PNIRBACE & o7, 18k, CY TEM L IIEF TIX
HEFRIEDSVLE TRV E OBRE L H o723, ARG
WCBWTHERFRIEDS AR E TH D & DIHILITE LR
Mnotn, CY CTEMHEONTIERO—F TiL, HEF
FIENEMICOIZS70, —EHHO CY 2L 55
FARIEDHK, CsA ~DOFEHEHE RSN TV,

C : BV L ERSEARIFERE (Hirokawa et al. Am
J Hematol 2009;84:144)

B Y LS EBE AR SRR 8 HIL AN D SEBT & N
ZTHRNT Lz, BiEY oo 3fE & AR IR FIE O RER
BENLH2D & 2008, b bREFEER &Y
VSIEDFEAT UCHRFERB DIRLFE T DIER & 12571
BB ENALNE R ST, RIS % FRFFIE

L7 3 EICBWV T, RIRICR L TEERE
BPEHTHoBE, AoKELHFEIND,
fo. MR L B | FRIFERBFICRTT D EARAERT
FHEIIAED Z &MLV, Y L3 E & R F RS
DRI FEFEF] DO HITIZ 7 — b ZARBRBHEOIES b S
FNTWDZEnb, BOHURRFEMED A =X A
R TRIET DBINFET D LETRL TV,
—Jh. U REREITL, ALFRERICHRFRE &
RIET HIEFOFITiTE FrULR T A LR B19 R
L08R HY, HEBLETHS, y7/ 07
VOBREIZL S TRIRT S, U BRICER$ 25
I AWV PRIEDOERIZE b R>TIDEA
T ORFHRE D IENT LR H 5, Licdio T,
{EFEFERICRIE LI RFHRBIZB VN TE F3LR
7 A L2 B9 ® DNA REIISLHETH 5,

D : ABO R & [FIfE 1 Mo ARA R FE 1% 7R 3F BR S

i M SRR 12 38 T ABO major @A K
— b ORFEBMIIIRFERS (pure red cell aplasia,
PRCA) DHFE L 2D Z ERMBINTN D, £ DIEK
D% TR MICxT AR MEREILIC L Vs T
WD EHEE SN D, BRI LT, miRscH,
VI aARY COZEBE, MU oo KRR,
Y RAuRzFr VWYX THEFETY -
BREPRESNATVD, L LENTNDOERIED
HIMETHICEE->TWE, AT 7 — FRE
iX ABO A& [ o MR R A 14 7R 2F BOBS O JiE
BlIEENTWRD o7, HEMER & L THRAERMR
BP0tz ThD EHEIND, T THRE
BIZOWTH OO TT v r— MBS ERK L,

A A MRS ES N ER T 5 — kT — %
A= Z TGRS ILTZ 2003 45 1 A5 2007 R 12 A F
TOH 5 EMEHRE LT, ABO major NG FF—
75 A AR I MR & 520 7 2,846 B b R
KBRS 145 IEBIDO IR — P RER LT, &
AN IRIFERBHES 46 B DT R GIER & 157, &
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%, NEBICXTAREER, TONRELIURY
FHRICOVWTHLNMIRDbDEEZBND,
O3k E=Yiil

1) PNH {Z%1$ % eculizumab O EZMEREBRIZE T 53R
&

B OBZETHHME LDH A (P, EF
103-223) 1, ¥ 5.0 1814 BAL/L & ®ETH - 7225,
12 5821 244 BEAL/L IZIEF L (P<0.001), 388 TH
232 BNI/L & &E LTz (P<0.001) (TFE),

& Eculuzumab Z X % ¥ 3502

wmE (FH) 1X. 1RHRET 38 1 14.7 BAL/EE T
o= IRFEHR T 38 HIZ 5.3 Hif/BE L EHIZ
E L7= (P=0.004), i+ Hb(H )i, VEHHT 7.5g/dL
DO B 12 38 9.0g/dL LML (P<0.001), 3838
T4 9.75g/dL & & L2 L7 (P<0.001),

¥ 9571288 L C FACIT-Fatigue #£% W5 & TR
Al 41 RA > b () 26 123812 43 KA > MZE
BL (P=0.04), 38 ETIXXHIZ 47 KAV FETH
L7 (P<0.001), FEF%EEDH QOL DXFEIL, &
Mm% LV & HE T, LDH B D Z 5 fn o H]
EE<HEBI LTV,

B (CKD) OwEMRICEALTE, K
2/3(27 Bilth 17 1)) DIERF) T & 72D CKD Z 3B 7z,
33% (27 B9 9 Bil) DAERI T, eculizumab (= K 5%
BREDOWE (38 ) %D (P<0.05). BALHNILFE
WHizinoTz,

AEGIS RBRICB T 22>V T,
eculizumab D512 L 0 29 Bih 27 F1(93.1%)IZEIHE
ARFEHL, FhbOERGLI%)., BEEHERE
(37.9%). Elry20.7%)ToH > 7=, BIERIC L D%
IXFEE Lo Tz, 38 RS CHRTHITZ <, Mg
E O 5 B bEEShTuviany, Bek T
RE~ORBELEY A7 BT Z EBBRESNTHDLH,
AFRCHE 2010 4F 12 A % T eculizumab # 5 5 0 Bl
R RRYLE DAL 72,

2) RBCIgG DRIE W\ Tik, F AIHA EFNZIH T
% RBCI g G &%, 241 N A Filh & b IBIES
5Hi% R Lz, 1-9 5%, 1-19 5%, 20-49 5%, 50-69 i%.
70 LA EOKFEERE TOFEO5%E 8K )
47(31-72), 45(35-57). 35(27-46). 42(33-54), 56(50-68)
THY. 2049 5% & 70 L LD 2 BFIZB W THE
ERRb b,

AR MEK & RBCIgG OEDOMEBI% R 5 & C-ATHA
TIIHA O R MEERRO bR o728, FE ATHA
HCITAOHBENARD bhi,

FIERET OB T, L4 137 — A X[t ATHA
BECU — AR AIHA BEE BB L TEVWEHREIC S
St WIT, IL-12 (37 — 5 A ATHA BE T2 — A
ARatE AIHA B & B L TRz H o 72, 1L-10
WOWTHEH 7 — AARBREBM - BYECED LT,
ATHA BT AIHA BEL Y @&WEMIZH ~ 7, ST2
i13F AIHA, 7 —LR[atE ATHA B, 7 — 2 R
AIHA B#ONEIZAEEICE <, IL-33 b Rk 2R
L7223, ST2 & IL-33 ORICEOFBEITEES b /en
<7z,

@FIHEE M (MDS)
1) MDS DOEFIEEE, BHFRE, B h ATV E
2 —Z2WNT

<JEBIBER> BREBEBIL. TR 19 FLLIETO
16 BINTHNZ T, AR 20 42 31 4, Fpk 21 4E1Z 30 i,
TR 22 FE4T 33 I, ERR 23 FECiE 2 AR E TIZ S B



DEE I, REEEIL1S5FEL>TNS,

<t PFINVEa2—> TR 20 ELAE OB
REBID S B, R 22 FRETIZ B HIOEL N T
LE2—=2BRTLTWD, 2095, REED—F
ETIXFE AP DE AR E I B MRS & U EFH
SBldpotz, ThbAERLS 73 FIF, MREEHE OBZW
MBERS>TNZDIL 2 BIOHRTH -7 (FREEE K
DLW O —EFRITH 97%) .

B P TALE =R T LTWAERD S &
9 FICIEFIREINT-HEROBHEEL FILLE

ZHOM TCOR—EPRD LN, BRALE

R2M STz 18 FION, 2 Bid3 MDS @ RA &%
Eh, 1625kt T L E2—TR2ERSHNT,
MDS, RA L2 31 floN, B hIv
T1HIBERE, 1612 MDS/MPN, 1 i
7% RAEB & #ZMWrShvic, fasxizds 20 RRE) T
Hote 6 HITIE, B I NLLE2—DEBREE L
LIZZEWAREE L2 00 3 i, BREH DV
ICUS b L7=b DB 3B ThH o, DX I, fEH
BEEHROZWE B P I L L E 2 —B O —KRK
XK 87% TH > 7z,

R OBKENTOm EEZEBE LT, B bT
N E 2 —OfRERIIBHERICHER 7 1 — F Ry 7 &
nTW5b, £/, GFRIEESEBBICEOE THEZ 2 F,
B R IALE 2 —TREPHEE LR —K
Ligino - BB OEARD A FRES & B LT,

<JBBFRZE> Ak 16 £L Y HBEEERKFOR
HEOLICLVITONBRE O FHRAZE (IBX
) 2Bmliz 261%2 80, FaL20F 12 A T2
B SN FREER &5 L LT, FR 21 FRIZ
1 B H OBBRRAE Tz, BREIZB VTR
BREAEEIBFEAEOREN o772, Hiliz
FEOBANPLETHY, [BBEHIEFD I HEEIC

HBBBFONTEDL 16 FITH -7z, HEGIZSML
TCBEDD BRETHIIAERR L Lo THRNEN

LEa—|Z

SRR LB DN, BB FTHETH o L ERER O NI
HIEOHAH 13 FIOTTIZ ATG & AV
FREEN TN, 9 B TR LT, BEE D ATG
FERIE 2 Bl b, ATG B#E#OEmREEIZ 15
FEELEFIbL RO, RAFIZTbh T MDS DB
BREE (32 #ilAsxt5) Tik, 1 HTPNH Zf% L7
fii, 16 THRERXZEE PNHICEEIN-FBR LN
77

TR 22 FERITIE. FEHK 21 F 12 BETICRRS
N HAEER L UMDSSEFIZ 2T 2 B H OB BRH
BT, TORRE. 87 Hlic >0 TEBME #
NELNTZ, REBITICOWTIE, # WHO 8T
RCUD (2347 5 7 fliL2fl CHBITARD 2h oz
DiZxt L. RCMD Tt 17 I 3 ¢ RAEB E72i%
AML IZB4T L Tz, ICUS & &hiz 3 il 2l
RETHo7 5 Flic>WTiE, FORICBHBIHE E
TR RRIT L2 Blid Ao 7=,
2) ENE FA YD FAB 53%H-RA JEH] D HEAFZE T
(. FEH T WHO AR BIC KR E RZERR b,
RCUD, MDS-U, RCMD, 5q—E&EEIZ 3 & v B IEH
DEE (%) 11, ERFICIIEnEnN 45, 27, 25, 3%
ThofeM, KA VHITIX 19,3, 58, 20% CTh o7z,
IO DORBSH OBE VIR A EN R EE
®7=, EWNHITIT RCUD, MDS-U & W X i1 7=fEBI
DB inoTz, MDS-U B AARIZE D > T DL, FRIFEK
ROBIZHEE RSO L5 BN mERED %
RPN Zno7-Z itk D, T 9 Lizfil% MDS-U
LT D T L3 2008 AR WHO 20D — D DFFK
Thbd, Tl SqIEEREOHEEIZITHEE CHREO TR
ERENRLAZ, WHO REMO PR TIX
RCMD (2B TH BICEPES D2 EFRMENLT
W, Ll EBRMEEFICIEIEN 2157,

EEFREFRN T2 D=7 kT 20094 12 A
FLVN2010 £ 12 A, KEWZRWTHADHIEE 7
N—7IZ SFEVHAIN., EBRELSHOTH

_12_



DEELAEDNTZ, 20108 12 AORKETI6 7 V—T
£V 8800 Bl % 2 HIEFT —F pMREH S, 2D D
HT 4417 BlOFT —4 % JHT” Rivised IPSS” DFH#
EWER SNz, AR HRH S 72 496 FlizOW
Th, B FFAREHITHLIC L > TT—4 2 Y
— =TT, R E S,
— A= A TIRRBEFE T RE 69 ¥, Bt 1.6:1
ThH, RAKFTRE 5 ZA—7ICHEL, 0%
sy, BHFREE. ZMERREZRZHLOR
PERFE UTERZ S BT L. AFEHIFP
RAEIL 6.8 F 43 4FE . 23F. 1.5 7. 09FETH Y,
TEND 25% AILFEIEFARIE, RENE 101 4. 2,
84, 12, 07FTHY ., IPSS LV FEMICT#45
BRI TH Tz, 5%, SHIIT—FfrE37
B, 2011 FHROR2T VAT LAOEKE B
LTW3,

3) YBEBIMEER 22 Firk. JIIGERCKFERRERR 30
FEER. Bt 52 MERR 2> HEIE & Wi fEuie, BUFICER
WEELHEZRT,

1. BBESFERI T B BEZF B — A AR E (all
nucleated cell count; ANC)] TERENE T2, T
A® ANC L IEEMBRTIXEDO LS 2MREECcT
22
|EESES
< U UNER TREMR., BEMR, v seTy—v
FEte (38 HEgd)

- UoSER, JPEMER., ERME, v osn Ty —Y
EEERV (14 HEFR)
< T O (0 HiFR)

2. WOEIRERNIL, BERETIXEDL 5 IR
HESINETH?

(A) FLELERRAD THRIEMIFER 0%, BREIZERHR
TErid v . 500 A 7 MCC, BHEFER 23 M. R
IFER 130 i, T OMBRERMIE 247 H, VU 2 ERKE
FEHBER 100 A,

BT

[[EIEHER]
- B REEER L ER I 23+ 500X100=4.6%
— RCMD & HFE (34 fighk)

- B BEFERELRIT 23+ (500-100)X100=5.8%
— RAEB-1 LHIE (14 fEiR)

« FOM (0 HEFR)

(B) Bk CHRIEMEFEK 0%, BH#ITZRME
k&Y. 500 A v MOT, FHEFK 45 @, R
FFER 230 B, T OMEBERMAD 165 E, Vo EBRF
FHEHER 60 fE,

[[EEHRE R

- FREFERIE 500 & 230 T, S50% KM TH D,

. EREZFER L ERIT 45--500X100=9.0%

—RAEB-1 & ¥ (31 MisR)

- FRIFERIL 500 fHF 230 8T, 50% K TH D,
B BEIFER L RIT 45 (500-60)X100=10.2%
—RAEB-2 &HE (7 HidR)

- REFERITY S EREHEFTHR TR 440 EH 230
T, 50%%Hz 5,

LB BEIEER LRI 45+ (440-230)X100=21.4%
—acute erythroid/myeloid leukemia & H|E (10 fEd%)
< ZOf( 0 HERR)

4 ZPWICERL~— I —DOBRIBWETIILUTOF
A & 2T o7,

1: BHRBRERE (MDS) & BARRMEEM
(AA) & DERIZIX psS3, hemoglobin F 72 & N
EIHTOFRERD 3 FBOMBEGLENEFERATH B,

2: MDS D¥FEEER D D\ X —HMERIEE O BIEE

Dw—A—TH5 WT1 BIEFDOFEEITIT GATAL 72
5 NT GATA2 BB /128 WT1 3° fil=r vt —
BRICEETAZENEETH S,

3: MBABIOKZMICZ AT 4 TEEREBEHED
sphingosine kinase 1 MIEH L L& ZHUT LY BUE

ENOMBEANEZ I N X740 F00 1) VD
HENPEETH D,

..13_.



4 BREOEEMERBORE L 725 JAK2V61TF £RiT
A% F Y H—F Skp2 OBEFIFRBEEE L THI
B HREN R A p27 OREBRE T D,

5) BREEISICET AT 7 — b T, R, R
MDS OJF#, IEEREE, SRRy —20n5 20
EFIZ IR L. BEEZEISE T 5050, b LBIHE
MG LT 50O THITERMBIEEABAL RIST/I
=B ERINT HERME Uiz, REOKEIZEL
TIEHRSEOBERR THA K74 2 - 7Bl
DTS Tz, U A7 5HEICBE LTI IPSS &
WPSS (ZR1% DEE THWH T2, Co-morbidity
LN D AT BAERTLE &G MM Y — A D
Kb, L OMRTHA KT A - 7@
ENTW, BIRIFAEE L TOBEOEIGITEL .

BRI DL BRI 5y & L 0 AR RRE T 5 LM
BIEL b, Eiz, BRBREHLETA FI 4 2R
S BRI AICHEET 3mSR b,

ZE BRI ORRTIL, NIH W EEICES1E
P GVHD D% & BEEEIL . FU & FRITHE L7,
FUIZBA L TiE, BEBMIT CTIZT T MABRET — A
DEEESELEEZERFTHY . ZEEBMTCIX
BEOEE L IBMTR 227 bAEERKRFL LTH
EEnT,
onset, recurrent {253\ THEMTI % &, persistent type
IZBWT FUBMBMICEmWZ AR SNz, LA L
NIH ZWr#E & \IEE X 27 & FU LIS D endpoints
OCiIEHERRO ko, iz, 185
GVHD subtype 7% #% i@ #'iZ shift L 7 %€ #] @
shift o> 72V MEH] & (7]

& 51, late acute subtype % persistent, late

OS/TRM/FU/RR/DCIS/GSS 13,
HEThol.

6) AMLI1 {5 1% KK Lo~ 7 A0 AT ¢
3 IR O BEFEIZ B D NF- k B ¥ 7 /U GREREE O
BEFREORBANTTEL Tz, —F. AML]1 Z &
P SRR BV T, NF-k B & 7 F SR
TP ASFOY CEBREEFEEN LTS h Ty

7. &HiZ. MDS fEHITRWE Sz AMLL @
D17IN ZRETIX Z @ NF-k B ¥ 7 F SO HIH]
YERDR A HiLie o7z, NF- & B ¥ 7 F ViR O]
IZEBWT,AMLI iE NF-« B 3 7 Vi DR BE D1
45> p65 DEENBITEIAET S, p6SiklcB L
&L THREICHIET 528, EHAMICL Y IKK ¥
FT—EHEEENEEIN, 1«BEZ Y ULl
VBILEN kBT BT A Y ALY BN
%, b L7 p6s IXEEPICEAT L. ENEGTOR
WEHIET 2, FRELRIEIZE Y AMLL T IKK &f
ATAHZ LRI, EHIZ AMLL L IKK O FF—
PEEAEELZ, MDS EFICA LN D EER
IKK O F—EiEHOMEZ K
VN, p65S DEENFEAT & W L7227 o o, MDS JESIN
L% R S iz 3FEE O NF- « BRAERES) 2 K < AMLI1
SRR (A224fsX228, S291£sX300, R293X) X2\ T
an=—7 vbEA BfTolmb A, an=—FkEE
FHLEBEEN RSN, ThbDan=—F
FLAEIZ, NF- k B BREFANC @ WERSZME RN LT, £7,
WHHRE DA 63, FHBIREICENTH
AML1 OR%iE NF-kB ¥ 7 FAETEHIELTND
ZEPBREINT,

EBHIT, ZORKEAN MDS OIRFIER & 72 5 AlRE
% 3Pl L7-, NF-«BFERZ XL D171 £EEKD
B ~DE AIZ L > T MDS/AML % %JE L 72~
U X E BT T /L CIX NF-« B FAEH| bortezomib
W& - CTEFHMPER LT,

@F BERRHEIE

511 BlOFEFEMB BRI O FTHES| &2 R L7,
FEREAEHE BT 65 7%, B &I 1.99:1 TH D, &
WL Ao & D D BRRAEIR & 82%(Z38H Tk Y, Al
FERDY 33% LB E, Lol RS B
DOXCEH SNTIER b H D, REMKE TIE, Hb
10g/dl RFHEOE M % 70%IZ, M/ REL 10 75/ 1 L K
2333%, 50 H/uL Ll BB N%Thot, RekRE

AML1 ©o—&ix.
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TiE 169 BT EFEHIL Th - 7243, 114 F1(40%) 155
AR L, SR RAKRER, del 13, del 20,
+8 R EDRENRRD LN,

362 BI(70%)Zxf LIGEB T TE 0 EBREL
FED IS8 BN, Y FvA FA 28l G &
NTWe, SEEFRT 38% Tho7, BT
2235 BIDOIFRTBHERIN TR Y | BRYYE 64 Fl. B
Mk 37 B TH 5,

JE 3B BERRMENE O BLRE R CORBATRRIEIL
EMHMRBE CH DO, TRTRANEEL D,
Lille 2348 (Hb<10 g/dL, WBC<4,000 or =30,000/x L),
Cervantes & (&I, ks s 2HER, REML~D
BB D HB) | International working group (£FHH =
65 i%. Erfcd DERAIEWR. Hb<l0g/dL, WBC>25,000,
KM OFEK=1%) . BERS (B, FeeT o828
FER, KM~ FHEFROLHE, BM) o, v§
NOFHARRFZHNTYH, RROFIEMEE R
HMEOEDTH%E 03D ERAMRETH 5T,

1993 G 5 2008 £ 15 FERHIC | BN E BEARHE
FEIZE L 64 1 o [RIFE & L i AR A S AR 25 S AT S A7,
BEFHRIL 2171 5%, PRIES1 R TH D, HLA —EK
LS R 37 B, FEMmGE MBS 21 #Toh
%, EMEpMKO Y — 2k, BHEHS 30 f, AHEmE
MRaAS 24 B, WERMAS 7 BITH D, BEARIL.
B BERGERRTIRRRAS 28 B, FEMERIRTIRR D 32 B
Thbd, EETEIT 451(6.5%), BAfL | EOBHE
BT 34%TH Y, 5 FFREFRIT 48%TH -
77
G/hRE M kEE

2000F 11 Blo7 7 —h&eFxLl, 20104 1 A
KE TIZ 70%D MR 7> H BIE 5345 541, DBA 132 i,
DC 34 f5, BintESZFERMER M 5 6. CDA 17 #2342
Bahi,

Rk 23 4F 2 B 5 BIZ/MRIMIRFS OB ERLHE
FR CRAERERKRTF) & CDA BRSO

£ (ERMERRRE) i AL L TEREERA
EVVRY Y AETERTT 7, 1. BT
ERMEE M OB W L IRFIEOML - KIGHEE, &
BHEL GRALRFMEeER) . 2. EREE RN
AL MR E © BEBE (AHBEREZ—
KRR v # —RERWEE) . 3. V—Us
v« WA 7B Fanconi B DZW & ERK : REA
X%, REEE GRIFRFEEFTMRBER) . 4.
EMARSECRBTHMEKT 2 2 TEORERE : K
nX# (4 iEBAF/NNEE) . 5. Shwachman-Diamond
FEEREORAE - R (REKFERFERFEED
RRE), 6. 7 ITHRAOKREZWICHITTO
ki P AR AR ER O 5B - REE (L7 F k)
ORE - KIKFERER (ESZREERYE ¥ —hF9EeT
SRR ZE) . 7. BEIESLRIEL R ERBAE
(Severe congenital neutropenia, SCN) : H A FIEE (/A
BRFERFREEREERSTRRNERE), 8.
Ataxia Telangiectasia & fifusr{b, EBALOREE : &
AER GERERERRFREREERERES) .,
9. JRMEFRIFERE (Diamond Blackfan & if1) D%
RABEIEORESICET S8 - GBS (GLATK
FZOARF) . 10, KFIZ BT D Congenital
dyserythropoietic anemia (CDA) O EALB{E F Df#AT
HREE T (BEBRRTNERD ., R (2R
INEEEFERD . 11, SERVEBRIMIBREE « AR
— (BRKFRFR/DRES), 12. iPS Milaz Hn
. RS AR B OMAT~OH Y A 0 FE
B (RS 1 P SHIRAFZERT) @ 12 BB R S
Nz, BEOEM, RFLEBOLBLERKT S
MEMEN GRS LT,

®E i EE 2R

1) 8% L — MEEERRIFIEIC IOV TiE, K 23 £ 2
ABE, £FE 21 MR LY 37 HOBRERHY, 20
REBNFRIE MDS B LUOFARREZE ML (AA) T 73%
BEDLATEY, ZOFEESIL. FEPRIE 71

r
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R Chol,

6 7 HLA EBIRATRE Ch o 1= 24 BT 1 il iR
M BELROTND, AELZBDIERIL, FhE
72 %O RFME BERAHEE O B TH D  JRfLER Major
response (13 # A). Mfi/["#& Major response (6 # H)
F9 1 Bk Major response (8

X ORSY (AN 3118 S 101

WD HENTNA

—Super response (9 # A) .
7 A) ERMBREIZ W ENTE
BRC il AR AE > & D BERL AR
fLH NTBI JIE 2V Tid, G EVEREBIE 9
KEFIDT — 2 BEEFTATRETH DM, WThbFL—
MNRIERFH Q BB~ 7 B) CAERBDERD
TWBMN, FO®RITBBERNCALY | ERFEH
W (03uMELF) E£TIET LERIE, fmERkEIE 2
ROLNI N FIOHRTHT,
2) BFOBRIA K] BT —F T I N—TEM
OMRE LI L VBETHMZ b ER22FER 2
OB A N BER LT,
3) 2011 FE 2 A 19 B () (o, TRAMHERE T#i5
M OZW LIRRICET DR Dt & BFH
o THESIFEDE] LHFATHRMEL., BERR
MM - AISHEAED (B REAEUEGREE) - BIEERK
M~EZ B EVRE - BOREHEnEEn - 55
RRAERE K OV If 7% B 10 RUKE |2 B3~ 2 8 B L 1B FRIE D
SR E R RT <BI Lz,

D. &£

O5EE NSyl

) BAFTRICBE LT, EFFTROBOLNRVEE
b LIELIETFEET S L SN Th a0, REEMEDHE
Ao, TRIEFERRRMENZ & IREEE
Z2ohd, KM TMERKED 2B no7- 16 £
(0.5%) ZOWTIL, BAERRHE M TIERVATEE
HERELS HEEEZ LN, BELEOBANS,
RIEOBKRAEEAZORBAFTICITRO L D M
AR bz, OEZBNL 10 DEEIZHONT

(HEHITEDH, WHITERN) WHBIRTLDOKLT
HDH, THITENOMULOTCENEELNEEZD
o, QiR E LTEELRKMEMOFHER,
TRIMEKA LR TOTHIZ R > TND, ZThIEFEHD
HEPEE LW EEBZOND, OFMARI AR
e, ERAR. BEE»OEIRT 205 ThHDH, =
NTEMAEEEOZHILEE LN EEZOND,
@MmFEF LF T MFEED LR, Regfngkit S0k
FTebiz (B, L) POoBBIRTLOALTH D,
NI EAROREPIEE LN EEZ DN D,
Fio, BUEOBRKRFEBEATZIIIERZHICE A
TEWHEATERSME CRETEITERZETH D) ®
ANRZBOONTALHEEEEZOND, BED
AT E - IXEEFET PNH BIERZE (Ham AR
18.6%. CD59 [2MEAEAR 1.3%) . BREZERIFTR (B
M E 80.7%. EEZEREL 74.6%). BHEARATR
(90.0%) . MiEE(F (MIEED LA 83.7%. Ria
EAEEREDIRT 77.9%) . BHREARRE (64.1%)
Thsd, BEABRHENZ IEMICZE., RET DT
DI, TNOOREAEEICHITL T, TORR
NHLZOERKRDL, ThEEBLTHFETS L 51
HYLZERET LWWEEBZLND,
ALY | FAERRMHE L OBRKHEREAZ
DUFTRERET D ENTE, &DHIZ, 20K
AIRICOVWTAMAHOHBDEREZ S & ITHER
BEEAMZ - BT BEAJBE HERRHR 5 RIRIC
HETH B L AT,
ZOUGTREBEA S, BAeERRERLORE
KREBEAEOLHIZ )05 EIREO B ER X
L, DOREFENPWEIND Z EBHFIND,
SHIZ, BHEEBORBELICEY, XV IE#RRERK
EFRRHE OB TTREIC 2 5 Z L A #IRF S D,
PAERRME MO BRI RIER T#CIE. MR
JOYRRICITEEE AR, BIEE, Filn, HE~DK
ISR B BB LB LIREGHPREINTND

_16_



