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— 05, BRI CITHEIT N R R TH D T DB M EE T
H o THIERNZ UL, P EREIT AR - T 5,
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HARBMEEMIIELEEIZE > TPHRCBESTHNPRELS B bz, KBV OREICL > THE
JEEZHET D2HERDH D, Rk 10 FEEOWER., DNETIHRELE, HEiE, OCEE, PEE, &
JED b BeBCEIEE N T BT D (R 5), EHEMIZIE Camitta O "B HN B TWD, 4F
FREREEAS 200/ 1 1 ARl OB EIERGYELCHILO YV 27 REW iz Ok EIER (very severe form) &
MEEN TV A, IR ERER O BT, Bk 2 v = — i34 K 7 (granulocyte colony-stimulating factor,
G-CSF) i U CHFRERN H D FEEMH 2 BB & . G-CSF &E5IZFE o 7= < a9, FEERNTITE HER

2200 TEGER ) BEET D,

x5 BATRMEMOEEREEE (FL 16 FEEIE)

stage 1 wE TRLLASE

stage 2 HREESE UTFo2mBL &3

LEDINIIREN 60,000/ 11 1 i
B HHER 1,000/ 11 1 A
1/ 50,000/ 1 1 A

stage 3 ROREAE BUFo 2B Eadiic U, BRI 22 R iR 2 L2 &35

7R ek 60,000/ u 1 i
i ER 1,000/ 1 1 Ayl
MR 50,000/ u 1 A

stage 4 #HOJE LR 2 B UL B 723

MARMER 20,000/ 11 A

A EKR 500/ u 1 A

1N B 20,000/ 1 1 A
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HER M ER 20,000/ u 1 K
/MR 20,000/ 1 1 Aif

E1 TR SRMERERM & (XA 2 BALUL oSl s b X 2T,
W2 ZOFREREITFR 10(1998) FFEICRE Sz 5 BEREEELZEE L2 DO Th 5,
5. & %

DOME O BEHIT 1993 402 [EE FFA THI 5000 N EHEE S TWA, [RFEEIC L D A0 100 5 A
H- 0 OEMBRBERIT 2L ANTHo7 ", 2770, 2 5DOPITIIFHAER B MM E BRI K
JEWRE (myelodysplastic syndrome, MDS) <° PNH 72 & DEEBRIEEN G TN TV AREMERH D, DA
E O EFEZHER R 1. 2012 449 10,000 A, AWHES (/AL 10 Fxf) Th D, ZHHHF
ZHEHE S5 REPR AR A E AN ZEIC X 254 Tl 2004 4-~2012 A0 9 RO FRBEITH 9, 500 (FFRTHK
1,000 A) | FREREX 8.2 (/100 H AHE) EHataniz ¥, BEEOM (L B) 1X1.16 TH Y,
Bl b 10~20 At L 70~80 AR TE =7 MO B, @D E— 27 DN RE Dvo T, FCKiEE O
BARIL, 1.5~2.5(/100 F AF) LA SN TEY 00 EROAEOBERT, ZN6ICHATEH
W, TNET, TIOTITBITHREBRIT 4~5(/100 HFAFE) EHESHTEY Y, KCk#EEIZE~ 2~3
EENZ ERBNT WS,

6. WA - IRRERAE

) SR

(1) Fanconi #&Ifi.

B O MR T, @ H ORIIZ T diepoxybutane 0~ A b~ A 22 C D X 5 72 DNA 245
FI~DOMREFTIZ L0 B LU WRAEIIANE Z 5, Z D72 Fanconi BIMONEHEEIL. DNA2 ASHZEAEIZ K3
HIEEMEOREE L& 2 5N TW5, Fanconi ZMITEIGANCSEEARKETHY . BIEE TIZ 13 DiE
FEGFRRIESN TS (Fanconi BIMBIEDBIRA A R), FANCDZ 75, DNA IZFEENE U,
LS ANHEIS T Td 5 BRACAL & 4LRFET % 2 &1 P FANCD2 & 978 DNA B ICE > TWAH Z L %
RTE NG E B %2 B, Fanconi E IO MEMIEIT 2O DBIEFREDOLDIZT R F—v R
RS RN

(2) Dyskeratosis congenita (DC)

BEJE ORBIR AR ILAE . TNOZEHE, RS 52 D BARIE 2 F5 & 35, HRAE T 7 5% £ Tl A Bk
A, M/, BAERRERMZR EA2RIET S, FITIL 20 A lmE TOLLRIET L0 LHLH, £
VTS TEER 2 R T8, —ERILH Y AT (&9 5, Fanconi &M & [FIEEIZ DNA EE 12 B A3
HhHEEZLNTND, HREAKEMEEGH TIEZT o AT —F RN BIEFICERRH Y, TDDHIC
THRATEOBMENRALIND, FFEMELEEZ LN TWZFAREEZIE O—EIZ, 7 v X7 —8 RNA
BIRTORERRBDLND B 1Y,

2) HBRME
(1) Fp5stk

YE MR S 2 R & U O M i B B OB R & | g T X D E e o 15
EOTONREELEEZ LTS Y, O UTEEXFHIRO B L RECEF LTS EEZ LN
T, LU, (RIS MRt O AR B M BE CII RN L v PR TH D
WZH b 5T 9 G AEOHIT R —HEDEMMNEIE TS, Z0-D, B MO R )
FARBMERIMORIEICEE S L2 mTREMEITER VY,

a. MEIMEHHIAE & O RE

IV T O EMNSHER Z 1TV 5,

O HAEARBMEM EZH INT-BEOFIZ, MRFEEIZBESL >T-RENBWDICH b b TRk
BE MBS D0 70, OHIZMDS « AV BEVE AR ICBITT 26 P RS 5,

@ MDS DOHIZ, HHENMEER CHEARARME M & —ARBITE 20V E 5 2l LOVEHT R4 2
THHNH D 19,

@ Fanconi BIfl.D X 5 IZHE DB EEIZ L > TRIET D HARBMEMNIFET D,

@ —EOFEAR B M BE OFERIERIC 7 o — U ML (7o) U T ¢) P, MDS TLIEL
13388 541 % DNMT3A R ASXL1 72 & OB F A RN &5 2 2,
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® FEMEOFAERRMEAM L EoN THZfORICE b7 a1 AT —8 RNA BIFRESARHESND

13, 14)
o

b. RIS & 5 & i o i
S S IR K & M O E 2 e 3 DR T RIZIZLL T O X 9 b ond 5,

O FAEREEEmEF IR L TIMERAE RO R —0 OB AR E R LB 82 B L=
A KPR LovEM O EIEZS Gy, —JF, RIS SIS U 7 0028 il 00 72 B hE pi il
BERICHEFHEZBHT 2 L3 A EORIZEIERA GRS, LeRn- T, BEOENIZIX, ©E
S M 2 55T RSN T T D B2 bNnD P,

@ ¥ib MulRiElagEE 7 a7 U anti—thymocyte globulin (ATG) 07 @ AR U 72 EDO%ER
FIRRIEIC K> CHARBMEZ MAZ O 7 ENCHMNE LD 129,

@ Y7 BARY AL THEMMNEIE L —HMOBEIX, V7 aARY COBWEICE > THARR
PEE SR L, BEIC L » CTHEMICED 77,

Flo, ETFHIEF 2 TS T AMRAN R E LT TOFT NSNS,

O FHARBMEIM TIL HLA-DRB1%1501 OBEE N E < ® . £72 2 d DRB1%1501 & H>HBEFIL 7 1 &

R ACKIE L CHET DRERNEm N 2,

W ONDONEEFHR A H O RA T, BED HLA 7 7 A @ a2 RBORZEZHE L
TW5, DREOHAERBEMAMAZE TIL, DRBI*1501 & DRBI*x1502 05 2N ats & xf BRE L b
NRTHBIZEW Y, 2720, s IHRE S 2 m OGS & B L T2 O DRB1*1501 721
Thbd, LEeBno T, MEHREIC L DEFANBMHAIMOFRIEIZIX DRBI*1501 ZD 6 Dh, HHW
L2 O7 Lv EEEEAR I H DR OBIE TR L T0nD EEX LD,

©® HEARMEELEZORMIMIZ, PNH IZFBM R 7Y a v ViR AT 7 FF A /> b=V (GP1) T
v —IEE A RRMER (PNH & 4 FifiER) 23 LI LIS S5 0,

BEORmWT a—H A N A FY —Z W CEAR R B O RN MR ER-CHR Bk 2 7~ 5 &
% 50%0D FRE T/ PNH M ERA R L & 405 %2, PNH T Ok M ERC PRI ER 1T F 2 BT 2
BAEET 208, 2 OIS M AT sk 2R CTHH7-DEMTHY M7 e—rnmiEh
BT D Z LXK B MR ICB VT PNH & A I ERO BN LI LIEA BN 5D DI,
PNH 4 o> 3¢ 1fn. 5456 i 0> BEFEBE 71 03 1E S O3 s I bR TE W=D Tk e <, GPT 71— o
AR E 2 /KK L TWD PNH ¥ A 7 OrEMEMEANGEFN B EEZZ I WD EEBEZ LN TND

35-37)

o

© FARRMEEMES OFHECIIHURFE RN TMOMIENEEE Th 5,

Tl Lt 7 & — B8O CDR3 YA RGARMNT 21T 5 &, FHARNREERAIMEZ OFH TITW < 200

THIFLZ 7 2 U —I2BWT, FURERAZ T HIMOHGE A2 R9 CDR3 A X5 /3% — L DR 23
S, RIEMHERIEN DT 2 LR N5 Y, E2. CDR3 YA XM O D DVEBEIZEE D B
NAHBETH, KMo THRTIEA L2 RV ITRO NN e, HYDOFKFEZR>TNDT
AT BB OM O OPUFICRIG L THIFE L TWD EB X BvD,
@ —EOFAESBRMEE MAE O MIEH I E MBS mREL L T D E AR 2H9ER3 i S i
2,
HERBMHAMBHEO MG & EMBMAERD DN\ 74 77 U —% Hu 72 serological
identification of antigens by expression cloning (SEREX) {#IZ2 X ¥ . kinectin @, diazepam—binding
protein-related sequence (DRS)-1*V, Tz v ¥ LIk sHCHERZHRE SN TWD, 7277
L. 24D OFURIZX T 2 RS RIS A AR BYEE MO RIEIZE G L TWD 00 E 5 EB 60 Tideuy,
® HARBMHEIMBEORMMPIZIX, 6 FEMD uniparental disomy (6pUPD) (T & - THrE D HLA
I AT T LVIEIRE L AMERMBHEENDH23H 5 9,

T TE 2 BRI AE(E L C U2 6pUPD 7 11— SIS ENE T M (cytotoxic T lymphocytes,
CTL) OB EGN THIE LR B2 D,

PLEDOFTRIND, A NVAJEGR P2 & o) & LT, S &S LTV 5 B PRI
B ERSIEHE U F OFE SR S MRSk CTIL BNFFEINAD TRV EEZ NS, L L,
ZOCIL OfER L 725 BEHFEIXEERE I N TV 720,

(2) EKFIMFA R B2 I
3N HITTERO S B, HAERRMEEIN & OREEEPHO N2 bDIX7/n T A7 2=a— )L Th
by FTOMDOIEFNZSONWTIEIF v L VT A MIE > CTHREBMBRDIHER S TWD DT TIERVWD T,
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HARBRMAMOFERTH D &) MEREIX /v, SRR, PrAK, EmslFls Sl X 2 BAERRMEE
T, TOFIWD X o> )it & 722 o T BYUECH CAREHRBENIEICE S LR S 5, Bl 203,
B KGRI T 2 X P EHRICRIET D HAERBMHAMD (R Z2ick 2EARBMEE D
ELTHESNTWARYD = X522 TIE LI UIEPNH Z A BRI S b GREET — %),
LIRS T, 20 L9 7 ‘il\/ﬁ“’j‘iﬂﬁlkb\ji@ b BEMERIGRICAEDE L TR REIC XD/
AERBMRM Th > - mTREMED BV, EERIZ, TIEAIME) OFARRERM TH- TH, FRtEo/RAe
RNEMEEI & R HIBRIEIC L > THET D 2R LT LIERESIN TS, LR > THDHH
ARBEMERZIA THRAME) THH0E 5 OHWHIEEISIT O LERD S,

(3) % AR BRI

A, B, C, REDBEMOD YA NALSDFIKIC L DEMIFRIIER 1~3 » A TRIET D 9, »9FL
HIFR%Z EXRO T FREFRFICRIETHZ EbH D, HFEOBHEIZHBNZ S BETHDL Z 0L
W BT O EBUT OEIC LAUTIFR % AR B MITSFHARBIER O 5%% (5, 1REAGEILHT
RICPHE LVl s OFARNBMEIN & FETH 7= P, BARO/NE 7 V—T0HETH REOMHER
MLDENTWND O REOFR T A NV AE I IFEVERFIIC 5 U CaFE S iz E OGS, & m e
fia EOFERIBUR 2 KBS 5 7o OICRIET 5 E BB SN TV D, AR RRITE BRI L 5B R4 T
b DD, RIFER%RIC 8%ﬂé¢@b)/\~ﬂmﬁbtm%#iéh1méw

(4) PNH Z£E9 &0
Zix, OFAARBRMAMOREFIZ PNH (ZBITT 261 &, OFARERMER M ORFEEEL S PNH
DFIEREZZ2TH2H00RH 5, ZNoaFE LD THARBEAM-PNH EFEFEEEEZERH D, O

IZHEFEMED PNH TH Y | IBRITEMOEBENER E 72D, —FH, QITEHEREEPNH TH Y | 1RFEITE
WOBRAERBRMEAN EED L2,

PNH # A ZERDOEINZZRD D H DD, HOENRIEME RO 2 WEARBEEMARE (subclinical
PNH, PNHsc®) (Z3\UNT PNH & A FIMERAMR 2 ITHIIN L7236, E DRSS PNH & FESMNZHOWNWTIT
B 72 e T 70, A EISEM AR TIERLBEMIZ L > TREI D X9 IZRomRER & T 572 51X,
MARMEREL 2N 10 5/ w LA I L TWAR RN S E ML E LR VIREELZ PNH ~DBAT & T2 DN %Y
EEZLND,

PNH JE'E D Y& ML 2388 2. 5 & o T 1%, AR U 72 3 Ml fa 12 k3 5 a8 R 7R B /s 5 D = &
=T RBRE N TH D, FEDH%DPNH 7 v — 2 DF LWEFEICEE 59 585 7 & LT HMGA2 BRIE X
TW5 WV, =72 L, PNH & A 7 iEREGIEG] 2 R A REIER U 7l O ik ik, PNH & A 7 IER O &1
il 2 DEFNZ X > TR B ZILD . 2RO 15%% 525 THEME]) 28\ T PICAER Y v—
OYEIFEEE I TR —ETh o7 %, LENSTPNH 7 u—r OIS PIC-AEREEZ Lz
MR 23 AN > TW D HESHAE N ITIKIF L CERB Y, PNH 7 B — U BNIERT 554 TH. IRINZRER
FEEIILT UL METIIZRWAREEN ® D,

7. i B

1) BRIAER

FESERITIERR O BN - BB - D FEV, AR EORMAEER L BT HIMEBE « S - S A &
O HIMAE R T 5, P ERIRD ORI T ISR HE S BER A BN D, BYE - PEERIC, Ao
ITRBEVWEES CIXER TH LD, M2 ChEEmEI 2 RBALINDIZ EHH D,

2)  MEAEIR
BHIER H . B MARO IR, BT L., HAHe ERA b5, M/MARD R mEOSE . IRE
MLz 5 Z ENd D,

8. MEFTR

1) KEgi

FRIMER, A IMER, mdm®¢Nfﬁﬁ9ﬁéokﬁb\ﬁﬁ-¢%Eme§m&mm&ﬁ9®ﬁb
MLV Ebd D, £, & BITHEOI TR/ 2B LTV 5720, Be3s i Mg s
PESREE (ITP) & OEERINREEZR2HH H 2, HEIE CITMRRMERILENME T LT ianZ E b db b
DN, RIS T3 - T2 TR MLEREL DB I: BN T & BT H 5o AR IREIE 1315154 72 <K
TLTméogmiL%E%@f&éﬂ LI BRI D DHEFT 23 MEPEAL Tl UIE LIEKRERME 27”9,
ARIMERIZIE, BYER CIXR/NARR &2 5D 2 &3 DR 72 e R T2, A ILER OB TR ER
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BAERRMENZROZRAIT A R
BAREERTH 2, BIEFATIEIZOHEEY R EREBDT 5,

2) EHEERR X OVE AR

ABARREL OWAD & ATHhAEPRIER « JRIFEK - EREROFER BN H B D, IRIFERDFERAE L T
WABAIZIT 2 ORI, ERFERMEZ b7 & OREDRIERZ LIZ UIZRD 5, BIE « FERER T
IXER RN CEE R > TWA Z ENEW=D - FEMENSFHELIKT| S NT-EA I E TS
MIEEIXBERE 2T 5, 72720, 20O L9 2GEETHHARBREE M THIVEEZERIZRED LT
b. ZOEMN, ITP LFHAEAUEGERE MDS) 28R+ 25 ECHETH D, B OMIEEE 2 EMIC
P 572002, BEL L OBMERIINETH D, 7272 L, EREITo72E LTH, WEFLITHRE
TELDEF I —HOBEHIZIRSID O T, 28 OiEMEEZ TN T 5 72DIZIE Fied MRI 20325 2
EMEFE LV,

3) BRI

AR T RBIC S8 2 3R O 7 WU 22 A AR BREE ML Thd > THRED 4~11% G AR RHE 3580 5
N ', BEOROWREAERFEIZ8 P Y I— P TE Y I del (139)%, 6 FYufalko Ji
METHD, IEMIAD D BERFEANED LEEITEE 50%LLFTH D, 2095 7 FRAKRDSHE
FITHEHRMEO RPEE BEME QMR ICBATT 2 U A7 @ Ted B 7 v — 3 b7 D BITTE 5721
B AR SR AT O RER B D Y, — . ERLSORER R IOV TR OBAER
B M & RIS S A SUE U AR O I3 R RE 2 ERT 20 b 5 5 > Y, KR
del (13q) HAREGAER TIx PNH & o 7' MLERDY 1009 551 TdH 0 | Sape il FRIE 53 2 BOSHED R %8
DEARRERIM LY b,

4)  MRAALS: - MG R T R

BOFHANMET T D720 MiEEk, SfafiRiL L7755, BHETE 72V FUOREFLTHLHIL
b, AAT AT 74— KNy 7 Olbifh=l) AaRzF L fE, GCSF, harRETF Al7pEN
RIS, FUEHUARCHL DNA FUiR 72 E OB TAH L 5 H CPURITEFERETH 5,

5)  FFEHED MRT

R 70 B B AR R B MR LIRSS O 72 T1 3die Cl3—EiE B L 7 b, IEIMEE % IEfif
(RT3 2 72 O RE R i & [R5 2 & 82 LW, IEIAINHEIE IR 1. BRI AH
HlVE (CHESS ¥72 &), 2. FEBINARSHINEIE (STIR B:) . 3. K /MENIE B ED 3STENH 5,
WHEIT 1 ZE - RIRETHHERNE W, 72720, 7—F 777 FBADRLT W=D, 20 STIR IENE
LTWAEHELH D, 2D EOIREIEEZFIRT DI OWN ISR EIE L KT Z ENEE L
A

BREEMLAED STIR MIZ KD E L CHIADIZLL T D 4 RIAFEE LTS Y,

1AL BE BN TOR 0t o

2, EEBRAHEARLIC AL NDIEE Y= EEZ LN 5D

W, BEFHROSHNET T — EROT AR —72 b0

48 SR SN LA s — 72 b D %6 LMEEDOERDE

1 BUZSRIN 2 AERAlE T, 4 BV el CH 5. HIER  @HHAERRA T L0
ARRMERIIE 1A BRERIEAUERE 3, 4 HARD Z Ly ETREAEML
S\, Lo UIETURIE DS 13 1A RS 2 L b by Erodppp  WOROBIRPIERE

R BIER O < 133 AR S -, WRT |2 k> CHERHNT e 7 e D

6) 7u—HA bA I —ICLD GPI 7oA —EARME (PNH OHBESE—BPRERTHO

X A7) MERORR YD 1 7

PNH & B R EAPE R 2 BRI 5 720010 0L, 3 OD5 itk e i po IR
ﬁ%&gﬂﬁaﬁ7yw~ﬁ$5ﬁ¢%mpt@ﬁ©7m~#4 o RERYE 1 1550 — 50
FA RN —=TH+aThsH, 72720, WEROTFETIHEFTETH 1% A B A 5 D —
A% D CD55 CDSI AR & D 72D, 1% A D PNH Z A 7'If B BRI

B ERECRHS 5 7 IR DR T n— A b A R Y- KIEOmIE

e2HTY T~ h—FT A

7 JMHERE TUHENE (Banti SEMBERE, FFREZEZ2 &)

I BR B A e

EH I B, FIITEROKRZ
FCAE 722 & 0 T R YE

T IV a3 — )UARTFSE



HARRMEEMBROSMAT A K

MWD LB 5, PE CHEERE L7251 CD11 b Hufk (BRIER 778 7213517 U 27+ U > A HLiR GRImEK)
& FITC HE3kHT CD55 38 L UL CDR9 Hifk e E 2 W2 T —7a—H A F A~ U —T 10 F{EHLL ED
MmN, 0. 01%H% DT A2 PNH # A I ERZ EMICHBRE T2 2 N TE D, HLGPI-T
B —EE AP DO Y I fluorescent aerolysin (FLAER) Z WAL, X Y &K Z PNH & A 7 EKL
HRABHTHZLNTES 9,

L DBGPERIRDIR A ZRET . SEHIIREZ G L2 VWIS HAREEEL ) Z LIk T, EFHE LD
[ DI Al % FERIER T 0. 003%, FRIMERT 0.005% L TFIFHZ LM TED, ZORBMEL Eo PNH % 1 7l
BRoMBR HH S B AR BRI BNE R S A7 OB B~ s IIRIE S e B RS M A i < 2
7 v — MR 2 R AEEE DM 20 2 & 3R T HRIRIT TR ST B, PNH X A L EREG ] 0D S
PHIEIE T D mBOGYEIL B AR NN 255 & UTo R S AR S CIIMERR S Ve i o 7208 it
ourv7 (BRA) O B UNNR) VORETIEERISERHERE STV D,

9. #EHIP

6 1%, LBk ORI R EEEL 2 EREOME EHNT R LTV D, i OH TERINFFIC
A & 72 A D1, MDS (2008 4E43¥EH) O HFTH FERDOEIES N 72y refractory cytopnenia with
unilineage dysplasia, RCUD). refractory cytopenia withmultilineage dysplasia, RCMD, idiopathic
cytopenia of undetermined significance (ICUS), ‘E#EAREDREENTRY PNH, BCKELOH BMIEH
MyR72 ETH 5,

1) RCUD, RCMD £ L Nidiopathic cytopenia of undetermined significance (ICUS)

INETOERIIHED &2 Zfbh Lo MR —EEAN (A AR TIX Hb<11g/dL, 4FHEK <1500/ p L,
M/ <10 75/ w L. EEERIIZIE Hb<10g/dL. #HFHEK<1500/ u L. M/MR<5 J5/ul) T iudfm4e
REMEEIMEZWT 22N TERY, 207D, ZOEEE- S 2V iEREA X, B L T2
RO LT RE BB O X - T RCUD, RCUD, ICUS DWWENMNI/HHEE L2580, —F, D
MIRIEIRIEIZ K D L B 537 n— Mo ERiAE (BAERRMEAM) ThoTh, EFT &M
BRI SN2 5AIIE, RIFERSCIERIERIC LIZ UIZERERN AN D, 72720, 20X REATYH
HARBMEIM & [F UHRIE THIVUTEREKIZED LT\ 5, 72, BAR BN Tl o mERRED 12
Fe AT RIBIZD OFREE ARV, L7235 T, RCUD, RCUD ¥ 721 ICUS e D IEFNZ BT, EiE
ERIGIN Z P 70 W I INABD 23 3 5 4L D 5 511X AR BRI & (7] CSaE R ielc X 2 B 2ow
BEMEAEZE X T NEW, 7272 L. ERERBMEIZE D ROMD Tdh - T, 4 HERIZE LW BERISC 10% %
#8 % 5 pseudo—Pelger BEHLE N A BN HGAESC, HHIZFEKD 3% 2B 2 55512137 v — M il
NEEHIND 2,
BHARBMHAEN & 26 OFEEBOERICIE, KRG & EEF2MmNH 0 | jiF b 5T
5 (PNH ILER, Yt RBE OF®ER L) EREICEDIITR (B, MR EOFE) (JAEFIZ
FoTEMT L~ L, iz, [F—ER TREWRE LT (7 a— M) FWENITFT 2 ThE
Mt D, EERINEE LVEFIZ OV CIEE—OMIE 721 TldZe < | BRI T — Z I HS W TRA R
L. IBREZBRINTHIMLEND D,
INSEENTLE - & bEEAIEEIIME o U RARF L (TPO) ETH S, TPO I E FEAZEK
B L Wik R 2R3 6D EAZERE D 2\ HELT I 00 MDS TIEABA (<320pg/mL) Z 7 d . i 12 Z 428 320pg/mL
U EThhIERET N 7= 8 L THEAERBIE MO TREMEI W ),

2) ‘BRI PNH

HARBMEIMBZE DL OFIT PNH Z A ZIEROBMA BRSNS Z &b, FAERNEMEL M &
PNH 13 3B O )& iR % b SHRER LB X DN D, ZOFTH HME (b 2D VIEEEIMmA) PNH X, f]
5O RO BIL T B D72 DI PNH ¥ A 7 O XEMERAIL A B 5 (S HE5 U 7o 45 5 A AT BASRT i
H7ZREEL Z 2 55 %Y, PNHICH LTI 7 U A~ 7R/ &, HARRMERMm & 13R A5 7
TRMELRD, ZOEOMRMEKOEI (>10 5/ ul), LDH ®FH (>600ng/mL), M#EE Y LE
D bE5 MEAERR ENH SN HEEITIT A PNH & [FRRICE BT 20BN D 5,

3) A EBHIEA MmE

RKIZEERTHARTIIA WD, BARBHE MO BEERERNRBTH S, & < ITRIFE R CHE
DS ENLTE 72 OB CIEH SE AR BMEE M & fEDILCT VY, S I8, mEMFIREFEICL > THHE
EWETHZLENDHDH-D, HARRHAN L LTEHMBEHIATCWAEILH D Y, FhidHm M
HBBHEDO MM B SN T BT BT O/ LBk FEH~—H—% 70 —H% A A N —CHRH%E
L. CD20", CDlle®, CD25", CD103", CD5 DHIMMNRNINE 5 AR T HAMLENSH S, MiETOA
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BAERRMENZROZRAIT A R

A v —a A F 2 LT X —EREH LTS Z &L HEERRE TS D, KM I HERA T &
AERBNIRNZ E BREE S TND Y,

10. 5 H

Wi 7 B DB BE AR TITAIRL 25 D 5 8 2 EIG N 2R D 30% LA FIZEA L. BN EIE 2804
%, BEIZB T DiEMBEOEIG T/ TIX 80%HI: Th 2 23 i & IITIK T L, @il CldfsE Th-o
TH I IIETT DI EnNH D, ZOTDIREEROBZKNITFRZ KT 208N 5 5, AERHE
OB I BN H AT AR BEE M T2 < BRERHEE, A BME A, &bz Lo
MDS 72 EHE 2D,

11. & &

BENBEORRBIORT [ 1 NOEFIE, UTOREEZLEZR27e2 BT VAL R LTV 5D,
AHRQ (Agency for Healthcare Research and Quality) @ Evidence Level T3
Level of Evidence Study Design

Level Ta ¥ T v ¥ MEHBGERBRO A Z 3L DT BT L %
Level Ib  [D%R< &b —DDT 4 MERBHRRICL DT BT v %

Level Ila |7 L t—oD I FTHA v ENTIET v X MR BRIC L AT ET L X
Level TTb |72 L b —2DMDZ A T D LTI A ENTZHERRIOIIFEICL D =T
VA

Level 111 |E< 794 v SRR £ 5 (LB TP, 7 — % =
Y hu—UBi%ER E) TET VR

Level IV |[HMZEZESORESCER, bDOWITHRE OBRARRICL T 2

BB, TR BTAEEEDO Y BT A —T A TR THEANIE RIS TH D LI EN L
ETHDH, THODIEEEDOMHHANMLE L KM SN AEAITIE, YRR W THRERRE 2175 C
WARBERIC BT BN T AR EORISEEET AL NEEN5,

1) XERRE

(1) @ i

B IS i NGB D DFEFE R TRNGE L B D WX AUTEE D P DL EOERRIEIR 258 5 581 13
MZEHEETD, 72720, BlIRMOEGHES, M/ MR 63 2 RS2 B < fERERSH 5 5 2.
[ 5 I A A FF DFEAE D ) 2 7 0 5 DO TUER/NRIZE EHDHNEXTH 5D,

a. R ImERG I

B xd D AR MERER I O FEfTIZ~F 7 m B EE 7 g/dl RIS Z EN—2D BRI D, -
7L, BIMEROBIUIIMEERENDH D, 7 g/dl RiiThHoThlamzLELE LWEELH 5, B
MOBESIE~E 7 a B AL TR <, BEOBRIERSHEIR, DIER, il EomRBATR, B4
O HEATEDOIFEENRIIC L > THRD D VLENRD 5,

b. /NG L

72 il A8 2 7o ol Tif s E 15/ pl LEICRSZ EREE L, UL, TR
iR L 33T HLA SR DREA 24 L, M/ ML % 2 R E 2 F 5T 5, 2O, M/
5F/ul LA Ed o T, HIMERAD BT H i FREE ORG72 55 G S IR i MR . O S & 72 & 720, 7272,
M/ REEAS 1 AR DA, 85 O MLER GRS Tl MR D ZE8) 2 TERMEICFEl T 2V 2 & 350y,
PRI ERE I BE VT MR EAERE & FEHEE T2 0 L AR ERE X, I/ MRERS 1 TR OSEICE OEE) %
5 ETceBiIci s [IV],

Mf/NRER S 5 T/ 1 i 72V LENLA FIIK T L, HIfEm 233 LW I EE 7o i & k3]
BEMEN S D DT, HIMET %2 A 7208 5 PR /MR 217 5, 72, BEASRYYEL AL T D
LA T 23 GG 5 = E RS WO T, /MR ERE 2 )5/ n ] LIRS KD ISR I R
mz472,

M/ NR ORZEEN TLET HIRHETd D ITP ofBfE Mk /& PN EEEEMERE (DIC) &ITRAV ., HAREM
A1 IR I MR 21T 9 2 &2 X0 /RIS B35 itk o fi MR ER S TARE D 407
U & XD MRS T 1 RER B O MREL A IR D MRS B, /MRS B L T e WS
IIHHAPUADE R Z F = v 7 L BBMETH - 2 HEIIXHLAE A K —226 ol /MR L 2 FE 95,



HARRMEEMBROSMAT A K

c. JERTERER M

2> C O FERI BRI I ZRGE D = > b o — )VIZIZ ST - 7243, G-CSF 12 X » CTRMIMICENE LT
KEDOFEIRIER Z W L 72358 X RN H 5 Z EARENTWDS %, f@EHIZ 6-CSF 25452 &
DEEMERHESL SN TV Z &0, BERIERER B E B & L7 G-CSF Ol FlIC RIS 23 722 b 7e &
OREITH DM, i EEBRE N EIERYYEZ L Z U, W2 HAR - UEEAR GG LR WEEIC
ITEET REIBEETH D O, HFPERA 0 T G6-CSF 285 LT F o7 < BUGI I 5 1078 e R
ARBMEE M T, 1R E AT 2 B CIRIEMN e  BIERPEZ AGFL TV AT, Tz kit
S LRI ITEHICEETH D [IV], 2720, RPr—oLaeta2EE L, EhERkERTuIA
A ML AR A S22 D FRE L 7= FE Mg ) RS M W MR BGRE e & L < IZFHICHE L % Mgk C.
ERRER & L TIThILARETHD

(2) i K-+

B ERDS 500/ 1 1 LA T OE I EAERYLIE OSE LD E\ O T 6-CSF & 5-OIG 2 8 5, G-CSF Bt 5
BT E A EOBITHFERNEENINT 2 A RITEHE U THD 7, =) AR F NI —EHOBIT
TR ALERES . OB JE 2 D TRV DH 5 Z L AR EN TV D IMERRE ST 220, #Tldd 523, 6G-CSF D
FEHH5IC L - T 2 ZHLLEOMERNEIE LZFIRHRE SN TNDE & 9 =77, G-CSF oEH#KE
TR/ OARDOT ) V2 —EE D MDS R B IS O FIE 2L RTREME N H D 1,

ZIVETO ATG/CsA PERIRIEICIS 1T D G-CSF OF HMEE MR L7127 v # Ab#aBk ¢l G-CSF ff
FH - JEBEF MEER] T MDS/ AR BEME IR (AML) OFIEMEIE VTR S TW RN 0 72721,
G-CSF 23WtH > MDS/AML FRIEIZ S A KIETHEDZ B 5T 5720120 10 422 EoEBIE N7
FCTHDHZEND, ZOMETIIBEYMNET NS 5, HILD A X EITTH ., G-CSF 135k
FEIHIRER OFRREAEIE T ESED b OO0 JBRMGHESLTRIITHE LV E SR TWnD Y,
L7225 T, G-CSF OERITBYGIESDHFIZE ED i REEEZLND,

(3) &k L — MEE
ERAWVWLNTWEAVABT 70X H Iy (FRT7x25—0) [N EWTED, X<
BAERETDZEIIRETH -T2, 2008 L VEANARELE 2o AL — T 72T m Y
A (=7 Vx4 K) 1X10-30mg/kg 2 1 B 1 [BINART 57215 TH 10 mg ORFIEAME R ICHEI S 5 72
W, SHAREAZ RIS KEBESEDL LN TE D P, BFARBMEMEZ MR E LZBEKABRTH, 2
REPAEFL— L, BREEZRBT 2L RENRTNDE Y, £/, F7=27vn 7 A 2Xk0 3
MERFEDOEIE NG SN-HHHRE SN TS ™ P

2) dEiMEE % B L7 s
i 2 B 91EE E L COREMGEE, © EARIEAT v A NEE, Q@iEmeiaBmind
5, K1, 2XEEENOEFEFEZ R L TW5,

(1) stage 1 BXU2 (IHOEOBIE &, Wl 2 4058 & L7 W HPERE)

Z OEIEHEOFARNBHEAMIZE L IR ERRBRIIEECH S, UFX AT IXIREHIM R
HNEWI BTN S 508, 1RIEO 7= DI APl MRS 2 %3 &35 2 ENBETH D, ATG G %
L LRWEFIZK L TILL T OIWBRELFEHBED S5 WERITON T ERIBRE AT a4 FFEER
FEICH L TARMEL . 2RO RENTFET DO N R&E TERn Y,

a. MERPD ST, /MRS 5 5/ ul L ETREL TWHEBE
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HARRMEEMBROSMAT A K

COEIEFEORE IR EAFTICKEE KT Z LN, EMERED S HRICEE T 008 H D 2
EIND | PERITERERABIEN IO O TE T, ., EROZWIHRMETIIFHAR RS & & MDS
Eb ﬁf%&mmmaowf%\ﬁﬁ%<ﬁ@%ﬁﬁﬁé ENERD LTS, LavL, EEIC
1A SOB SRR Z2WVRY | mERBD N BERICEET S Z EidfmTh s, —FH., EHRIOMmER
A ] A 8 C i AR AT & 72 o 72 BB DS IR K- T 5 alRetEIRIE R Ik, B AR =
— 0y NO/NEIEEIEFARBMERMZ 65 & L liE T, EIAE CROE 28122 U - IR v i
ERBMERIG DS X ORBMMAMLIEL 720 Z O CREMTIFERELZ T L THdENME LN
RNWZ EDNRERTNG T

— I A SRR R TR D DIRFE E TCOMMMNE T EEOZ ERMERE N E R HNT
W5, BIZITEMEREE Y U~ F Tk, BIER 12 BN RS CE MR AL AT O 2 &8,
BIEIRIE 2 < ETEEL SNTWD, LzRno T, MEREITORWETH - T, M/ M BN

B FENEMDstaget BU? (B~ D3HE) (ST S5 5

iR B EE A MAETT X A IXE R a BT @) ek

% | L

Y Y
ATGREE REFEETRELESFFR"

FELALY | HFETD bl | 1L
1
' ' i T
REFEEETELESFRE" AT * Al a=d |E§éﬁ?§iiﬁﬁﬁ|
=200 Ak

- L w [ RS B L T TR
L | & k) PRHRSRTLATHE T T i, I TR

1 T = L E | e A e
AL,
b

£t 3t A AL EwOVE e A,

TEri L KL b Y B ELLY
[AESS S TR TR s 5T .
(S0 o 2t ot T L Mg il E |

b HEEwir. QML ATO A L URIZ DR
oMU EERTELL,

= doAHE T, hi’-hﬂ-ﬂﬁh}]hﬂ.&m L5y
H S L S TR | |3k

d gz Iihmiﬂ.!mﬂiﬁﬂﬂﬁll

AT,

lﬁilﬂlﬁ% # 1Mo o & i i ok & --I:-s —5 AT | B Tk I
Y Y | LTl

| stazed bl b O B I8 L T |

ThO ., BHEEZERNED LD 2 A 7OFAREHER M LTI, RPFTFEIX3-4 » A 71
ARY v (CsA, Z OEIEE CIIRBEIGH) 285 L, MGOAEEZ RS2 EREd LD [IV], 7=
L, ZOBEEEDOEREIZHT D7 aARY OFHEICOW T, S7%RERRBRICE VST
DVEND D

byﬂnzﬁUy“

b, MERID AT 20, PLIMERID N ZE LTV CH M/ 5 5/ nl BLFIETF LT
W5 B

CsA (Z OFESEE CTIIRBRESA) 4~5 mg/kg £7-13FEE AT /v (FYEHRT ) 10~20 mg/kg
¥E5425 [IV], %%ﬁ%@if%%%%ﬁ%Lfoﬁb‘iE'/\Clli\ stage 3 L7025 F THIGE CRIEE T
b BV, S EIRIEOSA . TRIENEND Z LI L > TIRERNENE D DA REMENH 5 2 & il
THOMLENRD D,

CsA X, Z OEAEE D BHE TIXHAF TR 500 DR EFEST 25 ™, 2HRNH 50372\ IR M ERD
Lﬂmﬁﬁ Lo T2~3 y AUNIZHIWI C&, £7- 4 mg/kg L FOHREETHIVE R Al 722 B REE
ITHLENRNDOT, RABHFTHIETVER T LV RICEARDERETHD [IV], FEMLAFIZ PNH & A
TIMERDY DTN T HEM L TV DA, M/ IMEIED JeAT F 73BN B O M ERBD DA ITIX S 5
WCEWRRA G CE D (REERT—%) [IV],

BH BT, HF 7 7EREMN 150~250 ng/ml & 725 KO IS D, BAZELD DR AEE TIX
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HARRMEEMBROSMAT A K

BETREEMDstaeed -5 PO EE~RER O T 2068158

400 M 40l L
Y
gy FREX- g srpmlseELn
Y Y
SR BTG+ 2202 A £ G-C5F
T \l{ ARG TEER
mgiﬁgﬁﬁagf. s hozf U
) A0 A +NFE A Oy — I EAD
B i | EnRBrE TR

AR a8 RO i - R
&Y il
ATGEE S
IANE TERT *
HLR5 3] DM'-I.&—ﬂ‘.‘Tilk = ]

werw *0 f I ] L

| | Ffimaekic & HERME & R B ok A e |
P ORERERANATIIE ORGSR T B
=41 tn*"t:-x-:-‘:—r—-:-;-.-ﬂ_[aﬂ T )

Hem 2807 - DA R
1

HBTEEF-TIMARtedTE
e * * S | n REARE
- | WHEE T M TR
SO R TP EHO s NS+ AT e
e LT e+ s N T N emers,

LH—AﬂJ—.ﬁnﬂ:‘Hz SR — s TR N
B 4~5 mg/kg TTDOREIZRET D, 72720, P T 7EBENZOIEIZCEL TWTEH, U U 3EkN
DHNY =a—U NI HERE—7 LoULIZEL TWRWAREER H D DT, TX LRV C2 ZHl
L. ZHA 600ng/mL IZE L TWARWEAIEL CsA (RA—F L) ZBENIRD S ERTRARICZES 5

[(IV], &5 EZITMEZ LT F=0% 1-2 @I 1 ENZEE L, BEGRTMEO 150%2L LI EH Li25E
IS EAYRBFELIT4 503 BICEET D, Tofh, miiE, BEEULEY < LDH - JREED E5F-
RPN HEEREET S, MARMER, M/ ME D e EOROGOEEIL, W CsA Bldatk 2-3 » A LN
BN D, ZHODRIGH LI T2GEITIBR E WA T 5 2 LI T, IR OER 2%
BT_&EThD,

HHREEAT 1A NIZBET 5 2 E TORKREBRBFEITIZE A ED 1~5 mg/kg &) KER G2
THLDTHD, ZOBEZHESNT-BETITH 00U B BN LN LEENTND ™, RRTRD 5
IWCWDHEEE A T /v v O KRG8 (20 mg/ H) OIERINFR % AT 137208, 9@[9% 1% 5~20 mg/
HoEHEETH> THAMFICIE+oehEnGEons [IV], £/, ZoRGETEH, HEELZHD
ETHGRAREWER 2RO D Z & I TH D, L, LMBEETIT 10 ng/ AL Eo 5 %2 £ Hfk:
5 &R 72 BB Z 0 9 570 BEGANCREIERICET 2+ 2@t 2170 AR 2 BS9
DVENDDL, £lc, TV F‘m/f‘/{zkﬁ'fiﬁﬂﬁ%ﬂiﬁ%%%ﬁ“é: ERHBHOT, EMMICETR T —F 7=
VIREHER CT 217 9 LERH D,

(2) FEIEFED stage 3 LA LOFAERRIEZM (IASEOPEIED 5 Bz 058 L 3 2 6] & BEhiEf))
a. 40 AT T HLA —FEfaDO W WERE & 40 Ll o B
THEATG (WAESZ a7V, 2.5-3.75 mg/kg 5 A &3 7 m ARV v 5 mg/kg DHFHEES
79 [1bl, CHETATGHAL LTI~ ATC A EE LTHH STV 2020 < ATG o il
WEHIEIZPEONAIRTE 2008 005 T HFATG (FA €717 VU y) MEASHTWS, LrL, 76K
D7~ ATG BIFNC AR T T ATC OIBEREN LD E WO RENRT AU B, I —1 v 3,
AA CURR) DOMERWTHE X TS 528 0 =72 L #ESC B RO A BE ORGT
XU~ ATG &R WVRIESHE ST g 5 %)
ATG IZX 27 L AX—%F5<T20, ATG BEFIIAT AT L R=yrorfzid L F=yry 1~2
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HARRMEEMBROSMAT A K

mg/kg/ B ZOFH L, UG 5, 7 v AR Y VBAHZIECONCImFREZHE L, b7 7RERN
150~250 ng/ml & 725 X HICHEGEAFET S, ZOBRBICL > TR 7T HINELAEE 720 | 8EIZE
MAEGFRIfFCTE 5,

U anti-T lymphocyte globulin (ALG, ¥ N7 U 1) IEIFARBMEMICK T HIHHIEL LT
KBENTEREY, HREHAE THLHETERE L TR S0DAEERNRE SN TS, 7220, AT
07yl p e BAREEEMIZHTHEERE LTOZET VAIZZ LW, FESR VT TfT
O RBRTIX, By N7 v OEMEARTIT~ ATC LVE->TWE=* [1Ib), 72771, Bk
DEINCHAEIZ BTV UDOHRE T A LVELZ ERREINTWLZEND By 7Y b
A7 uT ) COERIBRR R TIIARHATH 5,

40 B LL o BE Tl HLA —H R R —0 0 O BB Th » Th EMAGFRN T0%F1%2I12 L 8 F
STND Y, Z oD milERENMEE SIS [IV],

a-1. CsA 2352 L OEEM

FREFARBEEMICB O T ATGIZHAI TR T2 L0 b CsA 20 L2 AN EMEARNE L |
M failure—free DAEGFZELEWN® [ 1b], 727 L. CsA fFH ORI RITIEFEER TIIFER SN TV
W, L7225 T, ATG & CsA OFFHBIEIT, BRI O Mo f 4 bk < BIE AR B 2B 5
FEAER) 72 IR T IETH D8, staged L0 b HIELE DLW IETRIEFNIZ BV T ATG HAITH LV Al REM:
NdH D,

CsA 1% 5mg/kg/ H % ATG OFEHIH S 6 » AL EROKE T2, REEITMS b T 7REN 150~
250 ng/ml 725 X OIS, WMINARB O DM EED 45— 27 LB LN TR T &
MHDHDOT, TEHLETC2EZW|EL, ZHD 600ng/mL LA Lo TWNWEZ & Z2ERT S [IV], Bk
EA RS RWERERET 02<600ng/mlL TH o ZHE1L CsA (A —T V) ZRBEHRGICEREH 5\ N3
B9 %, {ERD EBMT O TIiE, CsA IEMED 72 8 ATGHCsA FEIERIT CsA 2 H 1L TE WV KD
40%H D & SNTWED, FEDOHRETIE, CsA 2D VHET LI EICL > THARNESEZ MO
HRET.ETFTFONDZ EARENTWD 2 MEREEAEEMEENIC S 5 BIEHR G 2T, MmERE
OEANEITG L0, 37 AU LR RN NGEEIZIE 1 ng/kg ET 5, 3 7 AR EZ ATl
EREDIK FRA LN WNGEAICIEE SICREZBET 5, 20X HIC L TRETIE, Kool tE
fREMFF L EE CsAZFIET D ENTE D [IV]L

a-2. PEHTAS L F=v e o5&

T R=yurOfftHEIX1 ng/kg & 5 mg/kg DLLEGRERA THOIL, 1 mg/kg THOTHD I &R
ENTHD Y [Ib), 2mg/ke/ HDOAF LT L K=V a % day 1~5 25 LEBE. F0®IT7 L
K=y %0 1 mg/kg % day6~dayl4. 0.5 mg/kg % daylb~day21. 0.2 mg/kg % day22~day28 & X
INCEET 5 (V] MR OBEN I BT BT & O % 7% & 3,

a-3. G-CSF O ffH
IR D X 912, ATG #EIEIZE 1T 5D G-CSF JFH O & e G AR STy, L7ads > CTRUSE
DOEPHRELIAME, G-CSF Z MMM T 2 M EILR2\, 7272 L, G-CSF Z0FH3 5 &, ATC BN Aa%h7e
LA TR MER K 0 5T F RS EF-4 5, Z D70 ATGIRIENA N E 5 hE R Hrd 5 =
ENRTEBLLENI AN v ERH D, £=. ATG/CsA HEHEEIC G-CSF 24t 22 L 0B HIEETH
RIEAARD T o F 2R T, G-CSF # 5O G NIHERGREL 0 & 6 MAR RO R NG, B
RPN EPMEINTND 20, ZTOFEROIKTIFEA X T T I VRZL>THERINTWVWS T,
7272 L, ATG/CsA DIRIFRHIZNV—F 12 6-CSF 2 BHIM B 575 2 & 1%, Al HAVERARGER LS Tl
T2,
a—4. YUK - PLEEK - Lo A V2O S
ATG #&5:4% 1~2 » RIZ Y Kb 07, B, =a—F v AF A - Afuv=F| i, HRE
BOIOANA, A MATOTANVAREDRBIEZLZ LT W, ¥V AT/ n 7 ) 3747
07 X0 S IEMHIER R T2 JERE ORBERENELS ETEIET 5 2 LR LTV D,
EBMT 7' /L—7"Cld, ATG FEVEDBRICHIAIE « PLEEHK - FLy A LRI OV b Ly 7 R) I ER T
RS TWS, LA LAATIEZNS OIEFNO TR GIIZRD B TWRY, Z07d, A
a7 L EEEHIT TS OWEFEIRIC L A RRYYE DA A2 FENCE = 2 — L SO BIEN ST
AICIXEDICRBEEFGT DHLER D D, 1272 L, A7 v 7Y % MV FURMAE DS BPEL LT
t OMV JEYEZ FIEST D Z LI TH D VY, £72. BBV U A L AOFEFEMIZ, VA7 07) %G
BITFIFEFTEZ Y, TOREDL U~ ATG ([ZH~THAS, EBV BE#E U o/ HEFHMEZE A (EBV-related

13



HARRMEEMBROSMAT A K

lymphoproliferative disorder, EBV-LPD) ZFJETH Z Lidfie SHTWB W, 7272 L AARD T
TR TIE, MIRIOY A £ 7 a7 Y RIEZICESER 72 EVB-LPD 2 FE L 72 B3 E S Tun s CRREE
T—H), LTeido T, MfaMERZEREN b - & bM< Mfl snd A7 a7 Y U5 2~4 ik IXAHE
R Mo EBV BEEE=2Y 7 L, 10'a v —/10°M8LL BIZ BBV o v°—#8 BER- L, BE U~
ANHEIER 7 EORBRIERD A O NTZHEICIT) Y X~ TR G E2EFET 5,

b. 40 AN T HLA —&FRA2 A9 5 HEE
Z OFERIE O BRE TIE. BRI OALEEDN 86%~100%Th S, FEMEIEEIC L > TH ZhUC
ITWAETFRNPHRE SN TOD R, EMHREOLE . B3, il MDS ~OB 77 & OfEz LIcAE
23 DHEFIL 50%H1% Th D, Lo T2 OFHEOBEE TITHLA —BRa 6 OB B 5 —3
RoOWBETHA [IV], 7277 L, IBEREET O U 27 3B OEE 10~20% &tz il L v i 5
DITENZ LG, 20 UL F A0 AR OBE TH-> Th., Hxr DBREDOFEREIC L - THhRIEMHEEE A
BIRTHZLELHVIED,

b-1. BAHATALE

I—a N NTEYZ7aRZ27 73 K (CY) KE (50mg/kg/H %A 4 AR B, F/-13 79 FAT6 (3
A7 a7 Y 3,75 mg/kgZ 3 AR, VYFAG (B b7V, 30 mg/kg 3 HEE7/~134 AR
EDOBERBHWHENT WD 2 EDOHA T A Th, 30 AT OBEAEZF TR 2% HLA —E [ R
=B OB A TIL.CY200mg/kg+V 1 27 107 U 11, 25mg/kg MEHER L S TWB YV, 72721,
INTETOEOY A7 a7 ) N, BEBIE GHD OV BRANBEIZBONTUHRENE I NIARFATH
L, Gl AE70 T ) CORHEREEZHBAKRBRICL > TRETLHILERH L, HATEEY b7V
VOBAERTALE & LTl TR 72V, F T EBMT O IZ LV, 30 Ll EDHREICB W TIT
EFRD CYHATG LV b, 7 F T (Flu 30mg/m* x 4 A) +CY (300mg/m® x 4 H) +ATG (3. 75mg/kg
x 2 B) OFN, BAEGFERNENZ LRENTE P, —F., CY OEIZHOWTIE, NEFARRMNES
MIEEM RS ORERARBR CTHWSIL TS 750mg/m? x 4 B (Bf 3g/ m?) TH-o THEMITIEWZ &2
RENTWDG GRFEFEF—F), F7-. EBMT TiE 100mg/keg & 150mg/ke D HeBERBR N HAEETH TH 5
(B 52 A7 A VU B IMKFREBEHREE) , HBEOKANCBNTE, Flu & DT 256 1%. 50~60mg/
ke x 2 H (3 100mg/ke. #73.6 g/m?) WM ELEZ L5,

HARD/NREAR B MBS ORBE Tl CY+ A £ 27 0 7 v ORTLE Z W54, 5
RRAXTATREHEEICEZ 2 ZERHLNICEN TS, UK LT, ik 16 FREIC TS
M EEZR T 2RAEMEE ICBWTHALIC X W ITh i ANFARBIEE I BF O 2FEFAE T,
CY+ATG & CY+IRE Lo A v & ORI CHEMOBEEIZ A BT LILTNRNY,

HAREBMEAMICHTABMATLESE LTHo e bV ET VU 22> TWDHDIET 7V a 4k
D= ATG (ATGAM) Th D, 7 hATZA—TF1E, ZD ATG 30 mg/kg 2 3 HH (EF 90 mg/kg) i
HZEIWICEY, HHMRERE I TFTTHZENTERZLEREL TS Y, 277, T0O%OEEE B
BERIT X A SEUEF OREHT T, CY 200 mg/kg (2 ATG ZPFFHT 5 = & OF TR S LTV 9

—J7, & MEBLCDG2 &/ 7 a—F AHURDT L LAY X< 71X, ATG XY & 58V GVHD #il
BhR A RT T2, WS CIIEAGICAT 2 B HBEORTLEIC LA H S Tngd ™ 0 ERC
184 GVHD OBEEMENZ E DR L SN TWAE Y, AARTHERRRBRDSKE T L, BfEKR
R THD Y,

ATG DEFAMERZIEE L TR O LN TR o727, DBRETIE CY [ZMA TRV Gk
(total lymphoid irradiation, TLI) 'R0 ST #EHEH (total body irradiation, TBI)
DLUIZLIEHWONTE T, LL, 790 AT AV HOBENZ LV | BEHRBE LY A v 25 1) T
BECTREREEDO Y A7 3, ERF LA E2Z T ERFICHRTHRICENZ ERINTND
Wz, BE LA UCERWDEICIE, BEO Y AZIZOWTHSICEE LEE 2152 HLERN
b5, 12720, BARO/NEHARBEE GRS OMETIL, B LY A RIS E RIS 2 RE L
THNTBEI N TR, £70, AIRORANRBE ZxtG L Ue TR MG MR IR 2088 o4
EFHA TS CYHATG 2., CYHRHT LT A U3 D ZIRFEN A OBBEIXEVERL 3. 3%, 2. 0% & A EEILAD
Niehnote, 7272 LB N B 2o, SENMESHTW A ATREERH 5, HAN T GVHD OFSE
o BIEE MBS, HEEPIR S S A T OBEENEVEBI N LD O T, &0 WEBFITK LT
1T ED TBI ZBIM L7 R BWATREMEN B 5,

PLED X 912, HLA —E AR5 OB T 2 BHMATLEIZTEZE X > TWRWVD, KD RE %
B E 2 T, 30 AT O BE T LB S D A W EHS R LTI CY200mg/kgr A £ 0 T Y v
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2. 5-5. Omg/kg. B L [AIELAS 26 MBI 2 56t LTIt Z A0S TBT 26y A 380, 30 me LA Lo & 1okt L Tl Flu (%
BRI AR) 30mg/m’ x 4+ CY50~60mg/kg x 2+ VA E 2/ 17 U o 2.5-5. Omg/kg BHEREE N5 [IV], TLI
1% TBI (ZEERTIEREMEICRIT D E WO RIS 208, FENMELS . BARORHAE TIE RFEMN
AblZEAEREIN TR, 207, HfECREFT AT DY 27 BREWEINTE LT
3Gy FREED TLT & LRCIicz 5 2 & bt s d [IV],

b-2. BAEMY Y — &

KA MR A (PBSCT) 121k, B MEEEZHECT 2 LIC k> THo Bt 2 Mk X 5
EWVIHI ATy ERH LT, HAERBMHE OB O T RS OM HAEENE 2 >obh 5,
Lol b a—ua y BhiBiE 7 v —7 (EBMT) B X OEEE BB Es (IBMTR) DOENTIC L5
&L R MRS 2 52 1 7o BB Tl BB & 52 1 7o B T8 GVHD OBEFE NS 2 5 7
DAEFRPEEIET T EHEINTND 1 AARESMAII A 28 ek STz 106 FOfEFTIC
BT, PBSCT #5217 7= 37 BIDAETFR (74.5%) 1%, BHBMEEZ T 7-H83E 69 BlOAFR (90%) 12
R TIRVMER DN I B T-, L2 »> T, O R — OB RIS NE 256 . @ R —0RENEEK
L CE LSBRWEA ., OB % BN EIERYYE 2 BIET 5 fREMESRD THEWEE, %
Pre. HARNRMERIMICH T 2B RM MM Clds Bz Hns & Thsd [1],

c. PIRHEL 0 AFHERDS 01CUT< . G-CSF %544 & A HER DN 2 70\ EE Y

Z O EAEFE O B 1T HFORBERE ) HEYYEZ G0 L T D, PR ESCHEREIEIC X o TRYYE 2 40
2 HAIT/NRBITIR, REIERIEIC LD 6 BICRMN TGOS [IV], Lol BN EE Tl
JE D FHIEIDN R EE T B 2 72 D MHI BB AT 72N 2 E RSN JEYYE 2 2 72 3 5 ATG %52 1) 7=
R, R Z R LA BRI E SN TWD, LER->T, —EHIR G-CSF 2& 5 L7-Db b
HHERNFE 72 BT RYYEL v b —)LTE WSS IR EERIERTRIMIZ K 0 BYYE 2 K8 X
W79 2T, B RF—0008EA 5 D7~ reduced-intensity stem cell transplantation (RIST)
LEETLILENDH S (V] O, JEfMEEMBMITIEE A EOBAEMICADR VO T, i 195,
HLA T a5 A TEEBRA W 23858 2 L1272 5, Bl CIIBREH KR CY #8512 XD HLANT v # A
TULEEBHOF AR RE S TG 19,

d. S EE B3 D IR

I—n v XOBFTTIE, FEO T~ ATC % 3 » A E TN EL > 2 BEIC LT 2 [HH
DYV 7x7aTd )y WEEFH A2 a7 ) v DEgESLHZLICkD ., TN 64%, TT%DH
HICEMBRELND ZERRENTND,

HARTIX, WA ATG+CsA BEZABIIZ 3T~ 5 ATG FHiEE: & IR KT —0 b OB O A TR /NE A
KRB MBI TE S Crl S, ATG HR5-H D 5 417K (9. 5%) 1% URBMT % O41FER (83, 9%)
AR THBIE N 7219, Fiz, TR M EEEICRI T 2 HF2E8E ) B 2 515 & U CIE S 2
1ToT-2FERAETYH . W ATC ENBIZB T D ATC G OAZNRIT 17% (2/12) Thotz, —FH. ¥
v h 7V OHRBRE T, Vo727 a 7 ) VEHENCBIT S Y 7Y L OFRER SRR 17%
(3/18) LKA THHTmy LT=NRH- T, A EZ 0T U UGN LT RO ATG JFEETT H BRIC
%, WIIE] ATG BRIEB I S D EOMEN R SN 254 & LT, BRRRE L TERMTETH
% [IV],

2 [A1H O ATG JEIEDO B DR B LA S E D TRWATEEMEDN & 5 H AT, Iz L TRDIZRO T
B O ENEEND, ATGHCsA JEIEFNFIOK 8 Elix 3 » H £ T D OWBEDBELZ T DT,
ZE TICHREIRIMERC I P ER DA 2 < B ARWEIZR LT 7 U AR T > 10 mg~20 mg/ H % ff
A+2% [VIl, BMbo=oEARIEAT 24 RE2EH LI WMERE T LT, RN FFEiEs
= (RERGEIGSE) 200~300 mg/ H &2 #5345,

d-1. —JFEH O ATG ¥k
g —n /N TEMIBIO ATG % 3 7 H DR TEGOLAIC, ZEHO ATG HHE NI TS,
EFRITIE 3 7 AURBRICSET BN 0720 HDD T, “FEHDATG #17H) £ TH%RLEH 6 » i3>
RETHD [IV], =L, HEGEIFAEDS (B F7 U U THRER) &R TWHDT, RaE
THEETAIHARIIT T 74 7% —a v 7 R T2 H0REERLETHD, £7-, B
HDORTATNATIEHRL SR L DEHRRABRE LTEBL., AL FEHEZALMNCTEZ N
F LV,
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d-2. BARLAT B A ROBIERS

Al L72 & 912 ATG 14 3 » A F TIZBOBIENR 2L 2o 26 TiE, £ DR EMIE LD [EE
PEIFIR VWO T, EBLEBL 4 > AN T ERT L 10~20 mg/ HEZOEHETAHZ 0o 5D [VI],
7272 L. FEEEFOIEHFE TR BHALORIWER N H 5720, LoMBF IR L i+ 72 ANnMnET
B D, SR IHIEEARIGNE £ 7B OGO AR BMEZMICBIT 2 EARIEAT B A4 ROZERIZON
T E L T BBIIFEL R,

RMBFFEIEXF TV —)L 300 mg/ HAy 3 (RIS #8555 [IV], ¥y —nrizix, 7V =E
RT ATHARTHEMECORIERANTHL . ZIRFBRE TOHYMBPENE WO BFEERDH D, IR KZERHGE &
BRI 1T D RBR T, SR IRIRIE N L) T - - e BE IR T 5 ARRITH 50%THh - 7=,

[RFFE M 1 1 P S L 2 B3 2 A28 8E ) 1231 A ERARRER T, Al ATREZe 12 Bl B EEE 2 6] (17%) .
VR 3 (100%) . 2R TIiX 4202 MERE D FR-NA STz, 12 @M% 5HIME . EE2FEIER
ERANSY WA N el

d-3. FEIffE K —m 5 o pifsh

DETIX 10 mAm O /NEF 2 RN T HLA — B3k Mg K —2>5 OB B O i1 T0%F112 12 &
EFEoTWB, 72720, BIEN OB E TOHM S EWEI TIXEFERREVMEB 2N 31TV 5, FilZ
R 2 LIS 2% T 7261 T, 2 FLLERR LBIC R CTHRBICAEFERSE W 19, Zok
B, TIE TR AT IEEO TR THRER) & S, EECEF RN T T B A IITEeNIC K —
BMFEBBL, =200 IBiE2EET 5 [IV],

R —i%, HLA @ 8 JEEAS DNA L)L CTTRTC—H L TWH T ENREE LW [IV], =720, HBED
BN 7 2 LT IR G E B AGE OATIC L D &, HLA —E R —0AHER20WEAETH, 1
7 LAVAREA D, C, DRBI TN DQBI WO WTNMNEE DT LARREAD R —ThiuX RF—L& L
THARTELZ L RENTNS D,

MR E I TAEHER 72 b OITAFIE L2V, BE DS 40 LA T C, ARIMER & i/ MR o i [a1 3528 20 [A]
PLFD (~EZ v~ b= A7) $FEI1003, ThETEEICYZ7aR A7 7 I K 200mg/kg & ATG
(ARHRED TBI R TLI 2B L7 LYV AU RHANSRTE R 12 W UL, EiiEe AT OFE &,
TBI. TLI O &7 SlzoWnW I HaicidkitShcunzn, —F., 7 LAY XA~ 7 OBME. FEiMmkE
RF =D OB TH > ThH GVHD Z I RFERTHIH TE D alieiimnInTing ™ 1,

H AN TIERHE % O 2 GVHD OBEFE MRy, D U A7 3@z, Bek T B+ & ST
W5 2 Gy "o TBI TIHEMEZ BT W ATREMEN & 5, /NEEAR BME MG 7E2 Tk CY (200
mg/kg) +TBI (5 Gy) +ATG AHWHNTE /2, 7272 L, BB L7cMA D OFHEIC L D & B RN
92 CYFATG & D HLA A R CIE, HECRAS A ZICELHENNRIFEEL T RVWE D T
b5, 2 6y Bz D TBL ITEANEE TIEFMEAROO T, BEBHEEICOWTIIASHIEEICHET L
TWKEND B,

Bl CIR RS A WO T DIl AL T E L 2HNL - LIk CY 23 Lo 20, JE
M R =705 OBAEIZIBNT S EE & 72> TV D, BT EBMT O Tik, 14 A O B35 Tl Flu
(120 mg/m?) +CY (1200 mg/m?) +H A EZ7 a7V (7.5 mg/kg). 14 L EOFNI%T L TiX Z 4z TBI
(2 Gy) ZMZx I=BARILE O/ HERREF S, ZRE 13%., 19%OEMAFENHFE SN TS

110)

o

HARTIE, BAERBHAMICKT 2BMATALE S LT Flu OFANEERE SN TR, ~EY
o< b= ADOFTRNZ LVME Y A7 FEFNZ KT L CTIE CY 200mg/kg+¥ A €7 17U 2.5-5. 0g/kg+
TBI2Gy MO B D, L, ~EZa~ b= AT REMH D @Y A ZIEFNIKR LTI Flu LY A >
HEBTRETH 5D, Flu (25 mg/m2)+CY (100 mg/ke) +TBI 26y % 7=/ AR BMEE MG R
FRORBRTIE, BRI KT —F AV XARELN TN S, BHIDOESE R DHEEN S\ &
DMESNTWD CREELET—¥), BAAERATEH, CY % 100 mg/ked HU 7z Flu LY 2 Tk, R
BFX AT EEOTMAEREOBENEBMER N AL TWD (REET—%), —FH. TAUHT
Tz CY OFwHEIZEE T 2 BARRER TiX, 150 mg/kg @ CY & 5-13Mgas eI K D15 BHEsE 3
ERTH-oT-T-0, ZOBOT7T—2FHRIanz ", Zhicx LT, #EO Flu BHi Tk CY60 me/ke
2 B Z VSN TEY , ZHIC & 2 LEEOBIINAFEROE FITHRE S TN 207w,
HA AN ANZK L CiX Flu (25mg/m*x4 H) +CY (60mg/kg x2 H) +TBI 2G (%A €/ 17 U > 2. 5mg/kgx
2 HoEMAED NS [IV], 72720, A7 a7V > 2. 5mg/kgx2 H (3 5 mg/ke) @ day-3, day—2
BehHIZ, BARATIE R FT—THIID invivo/R—Y 0 ZRR R Z VX570, BBUALRIZLDY
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BETERBRRCE DD EE 72 U A NV ARYIEE HRT DA REENH D 1, o, BEREORER
. day-5, day-4 2 E~DOFEHOFBE LEEE TR THAH [VI] .

d-4. ZOMOMRER R —0 5 O'F i
AR A V72 Flu BTAEBE ORRIT. AEREOHAZICB W TIXm EL2oHh 5 18 18 7=
L. BRYHEOREWERERIZI T A IREREIIRAATH S, Bk L=k 912, BR%KE CY EIC
X 2 HLA A8 A 52 1) 72 i i ge VR RS AR CId, HLA — &R R =06 OBl & a0 AS
ERELNTNDZENE, BRADL D RBEOERICH LT LA BRA LTV THEMER & 2
W =720, B ORE R —0 b OBIZ SR I L DHEERER & LTiTw., oA A%E2H S
MTTHHENDH D [IV]

d-5. SEMEIRENEN TH 12N T D% R L-BE

HE] ATG FEHENFH I TH > T2HI0K 3 FNCHARBMEEMOBFREI RO SN D, I—1 v/ OHE
TiE. WIEY~ ATG BHERINCHTHY v 7+ 7 a7 U v ORERIL61%TH -7 20, JHEH S O
T, PEOY 74707 ) U REHTHo - 22 BIOFREBIO S H 10 4 (45%) 2V 7+ raT
VD OFEEREH THoT-, —FH. RULKPEOY > 74707 ) VRBIZHELEY b7V o2&
N7z 13 B D BEMPNELNTZDOIE5 B (28%) ThoTo, AREEZAEOHRERAIC ZAuE, #lE
Vo4 7ua7 ) o FHEHROFRENCBITEE Y N7V OFHFEIT 40% (6/15) Tholz, B h7
U oAx R MIEE AN T 2R G132 SN TWAD T A /07 ) UREGREMR L 2o 72
OHLERE LI LIS u 7Y v 2% 532 [IV],

12. ¥ #%

BE « PESEDO I, LMERED 23> Th F o< H#IT LWL BARICEIET L2606 H 5,
MOTIE, EEFNIILMER D 3T L, ZFRHREOH TIERAT 08B 5 & STz, it
TITHUEMWE . G-CSF., /MBI 7 & OKERBIEN R E L, B MHREC BB S RIER 51
1TToND X O o772, K7 BRI ARE L 25 FThEL, 9B ITEMAEFENHRETE D,
7277 U, Rk 0 o BER CRYIYEN 3> b e — /L TE WA BRE T, EiEEENET T
oW E FIYYE D T- DT DB L0,

1) ~EZu~vph—3 2R

— 3B D HAE BISCFE £ = B A Bl U 72 BB 1B IR IS L - ThdEE T, EHIR AR IR I ER
i - /NI 2 R & 35, ARIMERERIM N EE 2R 5 &R - DAL - [FEEREO~E 7 v~ |
— VU ADIERDBIN D, DEEOREIRICIZE K ICEENMLETH L, 7 7 =7 a7 ARMEHATHEIC
ol Z LICh VAT~ b=V AKX AT T 2 Z LS Tns ™,

2)  TWRMED 7 a— R

FHARBEME IO —HOFITRBE LI MDS LA ERME A IR ICBIT T2 Z & mb T35,
LSRRI L WV B LT RYAEFRE O 5~10%25 MDS., FO—EMRAVEE R [ 1% (acute
myelogenous leukemia, AML) 84T L. 10~15%25 PNHIZBATT H L ENTWAE B 19 —hnizxt LT,
DOHEO/NR AR B MBI IEE O R TUiX, 109 519 MDS 2> AML IZFAT L 7= B3B8 22 R o
RAE 72 » HT5H] (4.9%) OHTH-o7=Y, Fio, /IMEPETIT IV 5o IR A LT T3 O 1% 5 1R
BEtcd . BEHBOFRAE 34 » HTMDS F7-1% AML IZBAT L7=61E 199 iR 2 5] (1%) OHThh-o
72 (WFEZEANG, RERT—X), LEEB> TOREOFAERNBME MBS TIZECKIZEE T MDS « AML
WCRBAT T DBEE MRV A[REME DN B 5, AED AR 101 #1 (G-CSF FEGFH 50 #1, OFH 51 #1) x4 2
FAEMHIEIE ORI TR T, BB Pl 52 » A (G-CSF 3EGFAHI) . 54 4 A (G-CSF {fH i)
TMDS F 7213 AML IZBAT L7261 3% (G-CSF FEGFMBI 1 51, G-CSF fEABI 2 ) DA TIH o722,

T AMFIIERT ORI A MERICBIT 2T 0 A T ENEWNET 0 2 T ENEWEIC AT, 7 FY
CBIEDE ) VI =G 00— MREB~OBITENE N Z ERHRE S TS 12,

TURMEMDS OHICIE T FBYAARDTE 2 Y —FFE MDS 1RO T TEAE, T B B,
G-CSF Z B 5 S - B0, BREFICMERBD NEE THo - BEICHBE LT WY, Lo
T, 2O LRV AT OEWEE I L UIEMOYERHTC, KM mEkiEk 2 x4 & L7z FISH fi#
Mr& EHIMIAT O, T BFROERDOTE /7 Y =0 H S 7B T Ee ) S [RIFEE s A A 2 17 O &4
HWRd D,
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13. A% ES NS L kRS

n E ¥

DOREIZEB T 5 AR BB MOFEMBTBERELN+DITHERINTW W ERMETH D,
INEHONZT DI SAEF RN DREREE LS U THBICHTE SN2 HAE R RER mAEFZ
SONWT, BRMAFIEEL (TRETHIVTERENDET) BEBRLBIKEL, ZR-OIBEDO Y4
a2 Z ENEEND, 2 HARMEFS TThR TV B MR ERERO T — % Z R L gl s
ORI D,

2) & W

B4 F @R EF e R A B A TR MRS B I B AR A IEIE) TITo TV AR ERE DL
BlE Gk, BREEADE Y FTNV L Ea—%@ L TRWORYMEEZMEET D, T2, R MHlEEIC k3
HEIEHER T % AW T AT 0H L~ — I —%[RET 5,

3) 1B IR
O VA7) OEEAEELZRETD
@ M IEEAPEORIE « PEREFICKTT 27 m AR Y RIS OF HMEZRGET 5,
@  SHEIMHPFENSOFAERBRERMISS T 2EAREAT 2 A FOAMEZH LT D,
@  HIEATGC RISBNT RIS % ATG T 5- DA MEZ B &+ 5,
® BEFLIA L ENSEBEZSZ T T RBEICBIT 2 RN AOEEEZRERAEICLD
HOENNCT 5,
©® TNET s ERRLERE L T 5 EMBEO A AtEZH LT D,
@ HE7 AV B NIH s S EEMER AR BRI T 2L b a w7 oR AL
B RARBRIC K > THIBMNICT 5 12 199,
BE W
1. Marsh JC, Ball SE, Cavenagh J, et al. Guidelines for the diagnosis and management of aplastic
anaemia. Br J Haematol. 2009;147:43-70.
2. Wimazal F, Fonatsch C, Thalhammer R, et al. Idiopathic cytopenia of undetermined significance

(ICUS) versus low risk MDS: the diagnostic interface. Leuk Res. 2007;31:1461-8.

3. Ando K, Tanaka Y, Hashimoto Y, et al. PNH-phenotype cells in patients with idiopathic cytopenia of
undetermined significance (ICUS) with megakaryocytic hypoplasia and thrombocytopenia. Br J
Haematol.150:705-7.

4, Auerbach AD, Rogatko A, Schroeder-Kurth TM. International Fanconi Anemia Registry: relation
of clinical symptoms to diepoxybutane sensitivity. Blood. 1989;73:391-6.

5. Marsh JC, Ball SE, Darbyshire P, et al. Guidelines for the diagnosis and management of acquired
aplastic anaemia. Br J Haematol. 2003;123:782-801.
6. Camitta BM, Thomas ED, Nathan DG, et al. Severe aplastic anemia: a prospective study of the

effect of early marrow transplantation on acute mortality. Blood. 1976;48:63-70.

7. WEKGLZ, AT, AHNE  BAERREELEEGWREERE. B4R e R BR T IEE m
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