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FIR,

. TDT ¥ PR R #L A= 2

NZEBER R AT T4 11 5 Qe ke i
1 X 545 447 (11p15.4) . BHEAL R T-pEREE 113
R kA 5848 B BRR AR 1 SE R 19 % 53¢ (TR mRNA
AN T, . mRNA i) B3 S BER 2R 1 IEE Y 58 B 1k
A B A, S50 BRR A 1 IREE 19 A RS I B 58 AN R
BB, AR IE H P ML & 1 (Hb A) & K
FE5 L ok 2R 1 IKEE 5 3E oK 2R 1 IKEE 197 Bl L 9]
AN, DT T B3 ok B 1 IR A T At 38 ARG 3
T 14 a2k 2B P KA T 76 21 40 i 9 A0 R 1A, S8
T 1 S 4 SR A 005, 368 AT 2 S I B B ) G
R I, I PR 5 R A 0 B K BT K
51 S A 5T A A A R SR AE | X SR B I AT
PHILAR (E 1)

TEH N A SRR £5 45— 55 1 1 PR AR 1 2
A IE R R BER A I IKEE . 4 H AR T
SR BER A IS AT 8O . B AT KR A
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JLGAR DE A R I B o PR 2 AR B B Y A
T TE 4 2 AW FR A RO HL BT, BB 5032 Wil AR KB
WA, TDT MERFE AL Wi s T o A2 A Ik
Ao YR iy 2457 3 K AR AR R S0 2848 1Y
AMEFR A 2EE T RIIR G ik b A 1A B0k 54
I RFR A 24 T 5 2 A S5 6 R 1 B0 28 48 R [
IR AR B E T o ARCEY MBI 22 G
T, T2 RS TDT MR 25% , 4+ 6 T k5N
50% ,4525% MIEH .

= . TDTIfG KL

e PR AR 4 2 1L 7™ o A 3 R 75 e B S U i ot
B AL 434 TDT FNAE i if O 5 b 7% (NTDT) .
TDT i35 22 1 A RE AR , AR R
i S s B — RGN I R AE , IF HA A AR 3
TDT & WG FH BRI TT D Eoh [ R B2 ™ F
HbE/BH#T . NTDT f8 #4545 8 f v [a] B B 37 |
HbE/BHLFE . FEH R — M ICE R o R 3T
I, 2R R AR A R, TR Z T4 L
U 5 11| O 5 W 0 N i O - e el ST
M #% Al EJE ok TDT. AR FT SLFR Cooley 72 IfiL,
B 3 ~ 64 H IR B AR, HL2 A8 Pkt 7

PRI, PR O B WO EE RSR R TS L
W R BN RN B T RS L B
LR S A2 AP A 5P e R, R A 5 1 %9 S Ak
TIF O A At , AT A i o, LB B e AR R
FIRG GMIEN WA AT Skmiib A,
G TR N i - e = o SO R0 ] O 194
FGTTEE T LR A “ BT A . AT 4k % g
TIae e S | i 240 AL | i A R R
WA o REARRAEBEAE A T H 258 2, TDT
ERE R Y1 s A B 1, v Bk e ki 2 Bk T
BT DL PR AR S 5 2 B T A2 i
F R BUAH R AER A 66 A 8 I T R B A B AR
S AR ETIRG RS Hodh R
L1, A BT RN 22—,

AT 20 48, 24l T RILVE A0 il I AN AR R R
ZHUTDT B R P AR g L A R AE 14 16 ARE IR
FARAE , A A7 W B S R e A AT

MY TDT 2 Wi

1 PRI : 120 B AL ) I PRAEFAE

2. MR : OFNA L HGB < 70 g/L, 5/l
JLARR (8 2% PE T ML, 2T 41 - 2 A5 (MCV) < 80 fl.
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21 A0 S 2 1f 2185 (H (MCH) < 28 pg . 20 41 it -1
M40 i E (MCHC) <320 /L, ZL40IE A
— FKPAREE R IR YL Y K, BT £ 41 e
CTANMITE Fr , REBRIE SR LT AN MR LT A A
KL LT AN N, L2 20 e b g3 s o o LR
T BEE MR T B PLT #8757, IR EhfETC
HEET, WBC HIPLT Jdfik . QE BSR4 RS
ARG, LA MR 2T 4 5 2k, AT i
AR S ANE AR A . LT ANAEIE B Mt I K

3. IMELEE 3 AT RS Shi6 T (i il ) §1F , 1fn 21
YK R LINZE & (Hb F) i 24wy, —
iK30% ~90% , /=2 W TDT (1 B B4R YR . B
I £T4E 1 A2(Hb A2) & it FH e . Hb F AN & 7 HE
I T U il I P2 0, AT L f A

4. IR R 7 2R A s R ok [ b
Trm R X BB ACRE R A1 A L R /N0 AR
RPEFML, 120 8 [ H Ik s Hb A2 & & T+ &
(3.5% ~6.0% ) ,Hb F 22 IF 5 J& PRGN UE 524 B
TR

5. FEFIS T - 7T R AR A0 35 DR R S P A AT IR
TR AL 15 24 22 (PCR-ASO) | [ [7] fi 2% 52 (RDB) Fll
DNA I J3> 55 7 K 0 Bt B3 6 PR e g 28 . H i
TG N 2 & B 300 Z2Fh Bk AR 1 R 28 ARS8
T E AR RS0 280, HiTE N 525k = 20 H
1) p5, 2% 58 7 A T MR A S RS W (HZ 0 1k 2
TR X TR R UL A BR B B R AR S R R AT R
Mo FE I, I R IZ WSz 1) TDT, H 3 FE A& B

GRASHAIE | N AE W Z A A BORHIE S AC BEY
RAIBHL AT TS 5T P RIERM T

6. Wi 5 %52 AL TDT B 2 WA
PRIME o X TR A 1 7™ o A 0 A FRUIL, A R v ok
MCV .MCH .MCHC ] &} B A1 , X 221 248 Jfd L 45 3
o, AR LR R S R 2D MR/ N Y A R 41 20
Ji, 214053 Ha e AR, Hb F 3 it i g i e, K&
ATLAERIZ . SRS A X2 WAy B X, B
AR P X LR AG 2 R I 2T 3K 1143 #r , BEAL0 1) 7
R W (B 2.3), 756k 0 B 240k
B BT A LB 1 240 R 2 0 - 6- Tl 1R I S Il
(G-6-PD) it Z 4iE it f& MR ERIE 21 40 i 3 229 (-4
BT PAE 220 0L 03 TR - BLAZE A0 1 I 0 55 AH 2 501

AT 977 S AN 5K e s I
I
MCH < 28 pg
e MCV < 801l IR Ok
RIS | e gsn | | msBES, ZapP
S M s %
HL 3K HPLC HEGZ |
121 & E oA HbA. A2. F. H
HbZs {A

G TR A

¥ MCH: ZLA0f -3 45 (s MCV : 2040 P A8 HPLC :
BB .1 ; ZnPP A7 )5 RNk
B2 HidEE s W R

HRIBIER chiE) R RHEER HbE/BitEE
2 90~120 g/L
HGB7ZKE <50 g/L 70~100 g/L hEE 60~70 g/L
=E 40~50 g/L
m {EHGB INARRRERAAE, MR
% | Al THNEOHIELIARHE, PRI (5%~10%)
a KRERE | BRAAE, BREMEREAAE
HbF&Ei£100% HbF 10%~50% HbE (40%~60%)
MAEESH HbA2 1 (BiX100%) HbF (40%~60%)
HbA2 > 4% +HbA (Bithhis&Mm)
HbA2 1
BoFOR HbehiB R M A W2eZE: PCREEM;
DNASE SRS HIERILESS O
3 ehiE B BithER TR oI BERE M EHEE DT
HXVEREARAMXm | BES MBS

B3 A AW T vk s 4 (HbE/BHLEY L4185 (M E/pHi#E )™
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# . TDTI&Y7

FR R A 1 RN L BRIG T R 4Edy TDT 3 AR A7
) EE 5k 2 I T 240 A A (HSCT) /2 H i IR
MY B ME— 73k SRR YT Mt 25 2 M Z IR Y7 Sk
KRN FEB .

(— ) ¥ IfyT v

H A 7E T2 15 8 25 10020 28 7k B8 530 1F 3 K
-, DR AR AR G AR R E A I e D B T Ak
WS, B 118 P il 4, DR R 3 E AR R R B M
AR TR

1. iR - 0 A AE - (1) B AT 2
Wro (2)FAFE AN M AF O : OB A28 1R ; @4 K
KE GG/ K AZBE  @nd Z2 8 N ik i = A 1) 9 &
i, Qg S B A R R s @ HLAT I R
BESME I V/D].

i AR K HARE : (1) 52 ~ 5 JRI S I 1 9K,
WHLT A 0.5 ~ 1.0 B47/10 kg ([ PKF 200 ml 4 1fiL
HR BRI LT AR R A 1 BT ) | e i s TR AR B A
JN RO REIRZS T4, B 4 h N4 5T, (H TR 5 32
Brfs i A 5 (2) 44 1l FT HGB 7K F-7E 95 ~
105 g/L Gl 25 1L /5 HGB 35 %) 130 ~ 150 g/L),
XATARRE IEE A K R B RARE TGS 5 (3) dEdehi
FIHGB 7E 110 ~ 120 g/L, B 3& 4 T O M0 | H B
PR S 25 B AP 1 I B A |, A S B i A AR5 3
FeA A R 5 (4) B RE SR AR, R T 21 A
Mo Fr /b R, e 2K VD,

2. MM A R L /B2 . (1) % #% ABO %
Rh(D) Ifit 3 AH [] F £1 200 L] & , A7 A5 PR e T 6 43¢
538 C . E K Kell (Mur) #H VT it () 21 28 Jfd il 5 5
(2) R 25 A B 2o g it ; 3 XF /I A &
G REPE T I B I R R R AR LT A0 L 5 (4) 3kt G
I FH 2% AH OGS S 1) L

(OEIRTT

1. Bt 2P A TDT £ R 1 5 52 i afi, LA
FAHHFT A, 38 BRI 22 T 8k & kT 4R
SEHLAE W ITRRE . B R VTAL kAt R Y O vk
FEA  MTHEREE A (SF) FFHREIE (LIC) Ry gkifk
J& (MIC)4%

SF il 2 s WRBLAA B Ao 28 R 1 e 17 B 52 FH 1)
D7, SFTFmHm g i far i (B T HERR B T DaE
PE R L P SR R, A3 ~ 64 H
KM SF 1% [ V/D],

PTAF , MRI B2 W T 0EAS Hb 2% 55 R P ik
PRRRT RSO . JFEIE MRT T2 A 5z It fF A 42k 472 e 175

UL, 5 LIC K AFZEAH OGP . LIC 3 ~ 7 mg Fe/g T
FHL R 37 ~ 15 mg Fe/g T HE#m ik
i3 > 15 mg Fe/g THEPE/REEHRTE] [/A],
LICTH & 1 ~ 245 3P4k 1R [ V/D]. MIC HHEI# H0
JIE MRI T2* {5 3P4 - T2* < 10 ms 2718 2O AT &
FERR A, R 3 H B A LI T2 AL T 10 ~
20 ms, $E/R B ONEA B 2 b Bkt 2, R AR
AT 1R T2* > 20 ms #2718 B 4O ER JC A W 4k ad
#H, 2 EE A 1R /B,

JHF 2 SR A F 3 Ao J - IR A 2 I S LIC S
TE LA A7 Ay PRI A v, 320 DN 32k 1)
PR RRE S 5 i [ B A v] AT T A 2000 B2
I | S oY o e N (E W B U Ry o SR LR e
Kt BRAVER A A A i R S

2. KERIBIT AL : (O IR B =101 5 (2)7F
HEBR 16 S PERAE I g i i L P 4 R R 52
Wi, SF > 1000 pg/L 8%, LIC =5 mg Fe/g T8 . £k
TRITIE 43 ~ 61 H Wil SF 5 MRI, 24 SF <500 pg/L
o LIC <5 mg Fe/g 1 5 7] 27 45 (i J1] 4k 2 & 70
[V/D],

FE 3 5 HTF RAEIRYT , B W A K
A RN R i e

3. RRIAYT R

FERR 25 B e B - E AT PR L FH k3 &
) EFZALPE 2R (DFO) | K4 (DFP) Flithhi &
7] (DFX),

(1)DFO: DFO U2 £ 1 4y 20 ~ 30 min, 1Gif
J5 B IREHEN . DFO N R T W5, i Tt
T

257513 ¥ DFO B A 10% B B, 11
R SRR RR B R RS, R ER R 8 ~ 12 h
[ T/A]. @JLESRERE R 20 ~ 40 mg-kg'-d™, W
AN FI ] 35 50 ~ 60 mg - kg - d ™, A i 22 T
5~7dl 1/A], @442 C 5 DFOBA W H AT Hg 5%
HIRHHERVET, 44 R C R 2 ~ 3 mg kg '-d”!
[I/B]. @4 SF#¢£: Tt > 2500 pe/L i LIC >
15 mg Fe/g T-E 800 JlF MRI T2*{ < 10 ms, 2 3
A 308 A OG0 UL (22 %8 5 I 538 < 55 %, 0o
e H B0 D) R ) 5CE BEAS A T Y R, W R Ak Bl
HRganRT (R L gty &) [ T/B ],

BT R (850 = P ¥ & H DFO 7l i
(mg/kg)/IMLTE R A (ng/L) o NPRFRRITIREL <
0.025, LAJ# /> DFO AN R [ T/A]. B R4
i DFO £/>225d*[ 11/B].
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BRI AN RN O FH 2451007 J 7 Wl it v
BRI . QR TS BERE H , A5 N T e fE
BRSO, LA Bh 25l . ®HEA: R C I gl b1k
FAAAAR I (B85 M O UL AT, 7 7R o 3 st
ANELE G 4k A 2 C5 45 DFO 9 ) b o7 5 1
M4t 2 CL /B, @DFO WLt S s 1, K30
it R AT 35 PN e A B & B B A, 7 i KT |
TR SR . R AE R R BT RERE .,
SE BRI S KWy F3[ V/D] . @)% DFO HMPEAR
GF ST 32 1) FR W] DFP 5% DFX,

(2)DFP: DFP J& H IR A7) ACHE = 50
3~4h, EELIRGHES . BF5E % B DFP X0 I8k
AR IRITERSL T/A ],

25758 OFrffER 0 75 mg - kg -d™, 43
3 MR, fe KR AN At 100 mg - kgt dt
[T/A]. @QiEHT 6L EEIL,

FEFHEARRN : OHA4EEECLE
DFP 697 H i 6 G VR o R W B, S HEFR B 5 1
o @DFP & WL RS2 o6 199 (B2 Rk
) 2 PR TR R e A T s | W N RN
=, QFFEA RN ARk > (ANC < 1.5%
10°/L) Fk: 20 il Bk = (ANC < 0.5x10°%/L) , HE i85 3
W A it B V/D ], @DFP 25| Wy Jy K
F13Z 4, R BE I W Sy, B AR T 1R ER
BhRGAr , 4E L B PP Al . (©DFP A 325 4o 1 il J5#
W, i g ML R (> 230 mg-kg'-d),

(EE oI

(3)DFX: DFX A H IR &k 2 & 7, AR = 10
8~16h, FELIEMHEH . 277k : ODFX H H
R 20~40 mg-kg'-d'. @QEHT 25U LAY
BIL, B H 1K ERT R,

HEFEI AR ODFX Al 5] 2 & i iE
KL 9% P9 R i A W T A A W R o
QDFX i A 5| A2 ILEF T+ , 0 A 2 & D hg
B e A i R A7 R A /WU L (A P s
Tt 1 mg/g, N 2% e WrEls & V/D ],

(4) 1A 2 - B FH AR i 4L 407 3
ANEE, AT 2 MR EE A A I . A SR IS AL 6
Jv; F§ DFO #1 DFP, DFP 1 DFX ., DFO Fl DFX "',
TDT & I 20 7 3 0 25 HEUCHE 5 39 k%8 22 0 ik
%1 DFO J45li I M IR DFP 8 DFX A7 1/B].

(S)HHIRIT TR ILE 4,

(=) ek JoRiGE I

B HEPE I (luspatercept ) J&— P B 2T 41 it 5l 24
I, AT AR T BHb B S5 B PN 40 21 A ) e B 21 240
JiL A3 Ak S 3 FH AT 7 B W e 4T 40 i ELAT
41 M A <15 B /24 JE A9 =18 %/ BHB AT N LS
(BEAMIG RBFZEH 1 AL £T 4NH0E 200 ~ 350 ml 45
ZT A M, 7 AR i i I R S B R A T 550 ) 5 AR
UG R 5k 1.0 mg/kg, B2 RS, B3 8 1Kk U
1.0 mg/kg IR F i B ELE L 252 (6 J8) JG R
IR B 2240 0 3 A ey TG DU) N R A 3 n =

BTG TT
SF < 2500 pg/L

* DFO 40~60 mgkg'-d"', #lkiEFaif Fag, T/sd
* DFP 75 mgkg'-d', 23Ik%4%

¢ DFX 10~30 mg-kg'-d"

o AR MIE R B R

sRAVRTT
— SF > 2500 pug/L
LET2* > 20 ms

« DFO 40~60 mgkg'-d"', ##lkiEgsik Fadt, &/E5~7d
o DFP 75~100 mgkg'-d"', 73IK4%
* DFX 30~40 mg-kg'-d"'

WRGRIT
] 0IET2% < 20 ms
Te o il 22 0

1
B
G|
7
7
ES

e DFX 40 mgkg'-d"'

e DFP 75~100 mgkg'-d', #3Wk%% + DFO 50~60 mgkg'-d"', HkiES, £H5~7d

o DFX 40 mgkg'-d"'+DFO 50~60 mg-kg'-d"', #lkiES, £/H5~7d
« DFX 40 mgkg'-d'+ DFP 75~100 mgkg'-d", 53/k%4%

BB
L— MFET2* < 10 ms
w37}

e DFO 60 mg-kg'-d", HfikiE4t, 46524 h + DFP 100 mgkg'-d"', 3IK4A%
* DFO 60 mgkg'-d", #fikikdt, 4524 h + DFX 40 mgkg'-d*

7 SF: IS 1 s DFO : K8k ; DFP : A2k ; DFX : Hbhir ' il
B4 iR EIATT R
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1.25 mg/kg, FHAIAITHIERAN A3 JH 1.25 mg/kg
[ 1/A]. ZREpEEH WA B s — i P
KR RZF R I R PR R ILAE , R 2O e
L T/AL. BT, ZReEEx JLE TDT & 17
BRI 2 AR (R AR RIS IE AR R T v

(P4)HSCT

HSCT & HATARIA TDT ByME—Jrik . FREF%
Hi B AL A v 1 b B RS AR TC b 3E 2B A7 (TFS) Rk
90% LA I, & TDT i697 M fefE e £ . AR A L ok
P50 TR (HLA ) AN A, Hb 2% 3 48 20 N
HLA 4= # £ [F] i it 35 %% 485 (MSD-HSCT) . dE Il
Z it F ¥ #H (UD-HSCT) Al HLA B % 1R % #4
(Haplo-HSCT) ; 2 4f% 1 21 Jid >k U5 43 15 6 #% A
(BMT) AhJa il fd A A% (PBSCT ) FBF 47 1L B8 A
(UCBT),

1. REAF R fE b BEPEAS MR m st AL« BEAE [ P
% >k H Pesaro ¥F 43 , iR 4l A TP R (A& F <
2 em) ST AL RN RS A TR 5 A0, FH 43 B =
ANfERe R FRIE R R A R 2 8E T I
KUL b DF TR, BTG =2 A BRAE i
Pesaro 73 4% J7 28 76 3% [ A9 I R W A — 22 19 =y B
PE o PR IS A R D 4 ot B B D k3 97 Tk 5%
W, HSCT AL N2 ~7% 4EiR=16 % LK
e fE R L /AL oAb, ARG =T 4 (A
FiZE T =5 em 2R R 1Y & 5 B 2 RS A AH DG BE
TR, XA HLA @AM AR 16 2 LIF .
T E IR IE R A E YL ) TDT B, SR
FEMAE,

2. B AL T A e (1) AR 4
U (HLA) FL A £ - e #0007 /2 HLA 240G
[vi] Ji {3t 35— JF 1L 2% HLA 240 A& {1t 5 — 5 i it
o AL HHSCT 0] 5 A TR M 2 o Ay
A HSCT., HLA 444 [F}d BMT F1 PBSCT i1 A %
150, 1 UCBT W) AR 3iF — 7 (35 17 B A2 40 i 55
(MNC) F1 CD34 4 it %[ /B 1. (2) A [ FE AE I =X
i) MNC F1 CD34" 4fi i |5 {EL 41 7% : BMT B 223K MNC
g (2~4) x10%kg, CD34 4l il Jy (2 ~4) x 10°/kg;
PBSCT i} MNC= 4x10%kg, CD34 4lifffi= 4x10°/kg;
UBCT if MNC= 3.7x10"/kg,CD34 4ifif\=2.3x10°/kg,
HAHFFHALV/D],

3. BEAE TN R R MERE T RN &
(BU) KA (Cy) o I > B W HE 7 M AE
Wbt 5% (GVHD) , Ak 375 %8 vhml /175 i A4t
Jik) B 200 Pt 2K B () (ATG) | 8Lk $7 752 (Flu) A1 ZE 85 IR

(TT)[T/B]. HEWNHHBA Ry 4G
PH BRI 245 — B B2 BE ) BUHCy+Flut+ATG J7 %
(GX-07-TM) "' Fil R Jy B BE K 4 J7 5 e 1) BU+
Cy+FIlu+TT J5 % (NF-08-TM) "4

4. GVHD By Fi R )7 % : HLA M4 R it %
FEHUOR I 2 (CsA) -+ 7 F & s (MTX) +
B BRI (MMF ) J5 2815 RS 4ERF CsA Il 245V B
(200+50) mg/L, i1 GVHD FH, B AR T 121 H
T, B ARG 184 A 4%, B AR 4 19 Ifs
PR , T A 2 B L R AL R R A 7 3 e B A
7 55 6] (FK506) + MTX +MMF J7 28 %) 8 1 %
PTCY K& [ M/B]., FK506 Y H bR I Bl N
(10+5) pg/Lo

5. JFERIK A 2E9%6 (VOD) B Bl i6 5 48 - 3%
PPt 22 R, VOD & A4 R ik 10% 7, -+
431 VOD 1y Bl RA2 W X697 . VOD Tl
AR IR (BT8R | RE R SAIRIR S s 307 T,
W T Ry FH I 28 A8 Hi 2R A RE 2 S IRRR YA YT A, i
RS AR ZR St v 5] A7 R T 1k VOD i
AL, 2O H Uk e R B A CD25 Bt 45 ik
GVHD By , 745 i AP RE I 259 . Fa i 22
fiff e P2 P PR A 3R At v B ) il FH A A
JEPDHIFR

6. FE A ik B R AR5 W e A A
L X 35000 % A HE R 25 RS A % OAT B A I R B
o BHRRAIRED 3K AT 1 (%
MM 53 <10% ) ik BB 2 (32 3 4 A 1 L
Hi10% ~25% ) , i & PR B 3 (2 H A A 47 e >
25%) . fA EFRATE LT 400 He 0 T v 2 1 A h
PIHE R AU, 24 B SRR EE 3 I, BB AATE R RS
FEWIHE R AR o XA FERE 1R, ™ L 5 Xt
WA FREE 2 BB, AT S B 245 s X A R B
3, TR AR I A i s T A e L
WU I T 4H A A S 34 3 P9 AR W AR
UG A AR 1~ 34 H A7 i, B 8B s 2 45
[1/Bl.

(H) B DIBR

WIS AR AT TDT & Al 8 T B, 1D bk
AIFEAE A s (1) g I B S 36 &2 Ik 5 HGB
90 ~ 105 g/L, B4 21 4H it i 1 it > 200 ml/kg %, H.
ZRNFERR AT Ak S a3 m [ 1/B 1. (2) Y6
JUHEH , ERE LT AN MR IR RN, RSk Y 1 41 e
oA AN R WAL (597 N =R 3 o
(3) MRS R IFAT P BERE IR 3, 4n 2 2 s BB i 42
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