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125 L T 2 L B2 A1 (hematopoietic stem cell trans-
plantation, HSCT) & H Hij Iffi PR & F R B b v iiF
4 1ML (B—thalassemia major, TM, R F#RHLTT) A9 HE—
Ji ik, ABH AT E A AR HSCT 3697 TM (911 R
e i, e HEF | HSCT 78 JLE TM YR YT
GURE R RE, | ARA TR A2 . (P ESEAL
PG ) g2 D2 46 IR N R A O i B
P A A SMHIR TR, 8] IZ AR E N L 5
Befilh b, 2GR T HSCTIRYT T™ Hh ELRHE 5%

R,
1 HSCT i& R iE

HSCT 3& F F T ; X 4R 51 i 1 114 At A 750 3ty
FAnM e E A E(Hb E) %5 | ML£0 8 FH H(Hb H) %%
B A Hb E &5, th il ARPESZBRAE L %

2 BiERRRRER

BRI IO N SRR R T A B
PR, BILFERR= 7 2 FIFA T =5 em 28
A B G R 2, I, 2 ~ 6 2 23557 HSCT & 4R
W B ] Bl A ) 3 2R RS M T G B R R
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& Pesaro PF43 , MR U5 TP HF£F 44 gk s
BN R 3B . R TM Rk £
BoEF 0 RVLE, 1 RS, WS IRA
PEHRAE I Pesaro 739 5 S TR E I R WV FH A —
FEJRFR . FE T BRI 2E R Jr B B LR HTRT R
W2 (F 1), >R NF-08-TM #b 7% #5415
20U T R RRUR

R1  NF-08-TM At i S HIH )2

S BRI (pg/L) iRl AR (%)
| <3000 <M F25em <4
I 3000 ~ 5000 TF2.5~4.0cm 4~8
111 > 5000 > F4.0cm >8

3 RBEftEEE

BB A D IL3E IL T 2 0 1k AT AR Sy
T T AR . AR A 3 T 4 MR R, HSCT 43
H B BE R (bone marrow transplantation,, BMT) Al
JE 1L 3 1L T 40} 2 A (peripheral blood stem cell
transplantation, PBSCT) Fll % 1L A2 # (umbilical cord
blood transplantation, UCBT) . % 3% [7] il UCBT 19
A YIHUE £ (graft-versus—host disease , GVHD)
KA FRALT BMT, 1 PBSCT 18 1 GVHD (1 XUBS +
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HEF PR HLA 4404 R i —HLA 44
A AR R M —HLA K47 AH A [ i s R R i, Ot DL
HLA 4> 4 4 [ M2 BMT 1 PBSCT i A & & , i
UCBT 7 R IE— 22 BRI A A2 40 M E5OR CD34 41
M BN JE HLA 240 &/ R A A L& 19 T™
BE A 2K R O T R A AR RS A
(R RIFE
3.1 HLA&AHE& MRS M its b
HLA 5543 FER I RS AL £ AR 9 25, HLA &M &
AR M Zx Bt 5 R R HSCT Y PR S . ™7
PR R 2 rE Jy R B LR M T A JLE YT
O RYIT L EE B Be A0 U 1 K2R AR P 55— = B L,
R EE T 224 4[] s PBSCT , FhAV 1R ] 4 48,
7R OS (EFS FAH A RIS 511 95.9% .95.5%
1.4%, HrilR2EFhRA & BB LRREZE5 50 63k
I 2% A3t F B A, o o Bl 35 B ) 3 47, B AR AR R
(0S) . TCEE AL 472 (EFS) FIAE A 26 W 245 51 Ky
94% 92% M 2% . ) VH BER K55 — B s s B S
45 53|41 35 4% PBSCT, 2 4F OS \ TFS FHL AL MR
43518 92.0% .90.1%F1°4 1.9%
3.2 UCBT 4k, I RAFSY 7R HLA 2445 (R
JL UCBT 5 BMT Y7 40MH 2 o i 1% 43 58 22 () 3 i
TARANNE, HHAT B S 3 A v R L (H A R 4 i AL
A R SO AR WO RS A 1Pk 5
G 3 H A AR B [m) . ML A A2 A0 L Ctotal nu-
cleated cells, TNC) . CD34* 2l }fd %% /& UCBT Ji5 1% Ifil
G IEWR S D S e AAE R P e PEN K . 7
T BERF R 2w O Be B LR 5 BRI L 2 B
2010 4F 6 A & 2016 4F 12 A 4E3E 8 35 4] TM (4F #%
1~7% PR 4 5) 25T [l 440G UCBT, fi
{3 TNC 1 CD34 21 i (1) rh A2 8053 310 9.38(2.73 ~
18.91)x107/kg F116.5(0.5 ~ 15.59)x10°/kg, 1 {4 H Fi
JER PEHER 1 BIERS AL 1 H DR e S8k
IR, Kz U FIFE T AE T, 5 4 0S K 97% , EFS 2 94% .,
SR M4 404 UCBT AH HE , T35 UCBT Y7 30
g PHAR, 2T PRIF ST SR H: 5 4F EFS < 80%°,
3.3 HEARAE  BEERORMIEL SRS
WG E K, 7R AA A Bt ik
By Sy - [l AC5% B B HAh s R ok . I
YT L3 2= B gy BB 2 e o B B JLBRR
PSRN TE S B 1 EAME A (NF-14-TM) {397
77 T™ B, s a2 4F, Horh 1 seT
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15 A A A DRI, 445 0S 98.7% . TFS 97.4%F1
TRM 1.3%; 5 BLyE R M, Hidp 141 J0 5 5% i AE
AR BIHE 36 A Ja M A I & AR AR , 283897
Ja PR A, LR E B E A PR, %
— IR ZHPOFSEIRIE T 3141 T™M BafE AR A, Hirp
1FIBET, 2 B AR IS, 9 51 1 BE aGVHD, 5 {414 B
¢GVHD,24EEFS 4 93.5%"',

3.4 RGEAE  AfEDLEE T A A A PR A R
A, BB C A S BT I A 3 T 20 A A S
HWATIR G . | PH BRI 25— B = B b4
5% LK E B AL AT RN A7 J) 35 i 240 FRLIEG 5 B RS
FE TR, WAL BIAE A R R 14 1.0% , (B 2 4F- 0S
(86.5% vs 98.0%) .TFS(86.5% vs 97.0% ) F1 1l ~1V
£ aGVHD KA (1.0% vs 15.5%) 225G G0 2FE

4 BETLETE

— T R 22 vy R EE AH 5E S, 7E 2000 45
17 %2016 4F 12 J1 W], ok B i CEpEE 36 [E 4
ZAFAE O SE 1110 6 TM #5252 HSCTVRYT , 45
SN, A8 TTHI CY/BU/TT/FLU 5 £ B E T A S
TT i) BU/CY/FLU .BU/CY %5 )7 % s th gy R R K2
5 BEBE LR N T I L L EE BT s TR
JUEE BEBE AU R #0525 — B Be ) LR DU 5 h
[ AL A PO 52 B 596 BIRS A (1 53.7% ) , HR v B
Vilta] 524~ A, OS TFS 43 5110 94.9% 1 91.6% , 4%
SAR T 2L 1 MBS (RS A O
4.1 IEBEWALIE R B RH| Pesaro B AE H 0 4
ML F b B T 26 I 22 ( busulfan, BU ) FTER 1
J# (cyclophosphamide, Cy) 2 i% . T J& 1 1T BE R H
BU 14 mg/kg 1 Cy 200 mg/kg; I £ ) Cy 7 ik 2
120 mg/kg 3%, 160 mg/kg; 4 % DL BN ZE R IR
(thiotepa, TT) 10 mg/kg; 17 % LAF (9 1 EE TM f5%
8 1 70 e e 1T D 24 HD 7E 140 ~ 150 /L, —45 d
(FTRBAHRT 45 d, T [A]) & TR EEME 30 mg/(kg-d)
FR R IEERS 3 me/ (kg - d)IEHE, —17 ~ —13 d Fik L
7 (fludarabine , Flu) 20 mg/(m*+d),-10~-7 d Bu
14 mg/kg (L&) ,—6 ~ -3 d Cy 40mg/(kg-d) .

H AT YR A TM B A A 3 )y 28 L4k 2,
Hi NF-08-TM #5418 7 % Bl Bu+Cy+Flu+TT, Cy Rl
BHHAAHE .

4.2 JAREREWAITT R 2R, X T
B 98 DI REIE T Y M BT AR VAT A 2R S AR X
AARARE W PEF AR AR 17 2 T™M 28 %, i T
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R2 TMBHALEE %

LIS L R i S W HITR](d)
NFO-8-TM J5 % Cy 50 ~ 60 mg/(kg-d) -10.-9
Flu 40 mg/(m*+d) -8 ~-4
TT 10 mg/kg =5
Bu  28~44mg(kg-d),FHH -8~-6
Azathioprine 3 mg/(kg-d) -45 R
Hu 30 mg/(kg-d) =57 iR
Flu+Bu+Cy+ATG Flu 150 mg/m’ -12~-10
Bu 12.8 ~ 16.0mg/kg, #HH -9 ~-6
Cy 200 mg/kg -5~-2
ATG 10 mg/kg =5~-2
Hu 20 mg/(kg-d) 3MHHTG
Bu+Cy+Flu+ATG Bu 12.8 mg/kg, H -9~-6
Cy 200 mg/kg( T (IR -5~-2
180 mg/kg( TN B )
Flu 150 mg/m’ -7~-3
ATG 11.25 mg/kg -5~-2

1 : Azathioprine : HBEIENS s ATG - IR AN IEER TR 11 ;-10 d %
IRFEHARG 10 d, 437

FEAE e 2% 1 A 0T 4 RO DG PR K, 38 T T UsiAIR
SREE P FAL TR T ZE . 2014 4R 28 [ RS e X 22 4]
> 10 % /Y I T A8 5 SR P 01 5i J32 i 4 3y
H.-56~-52dF1-28~-24 A3 W4T 5 d Flu
40 mg/(m?+d) FIHBFEAK N 25 mg/(m*+d) , 10 ~ 15 d
F Flu 35 mg/(m*-d) .=10 ~=7 d T Bu 130 mg/(m*-d) .,
—4~-2dF ATG 1.5 mg/(kg-d) ; 55 F /R DFS g
90% , To— BB A HE R SN, BEARAH G I & AE Kk A=
AR

43 HPAEARAETAE R HETREH AR AL
TMIGYT S R IR R MIGIT (G A £ %
T EEIT . BN 202k AT NF-14-TM
R EAAE AN E T i B AMEIE 58 :-10 ~ -8 d
ATG 1.5 mg/(kg-d) .7 d Cy 50 mg/(kg+d) .—6 ~ -4 d
Bu 3.2 ~ 4.0 mg/(kg+d) .-3 d TT 10 mg/kg .—6 ~ -2 d
Flu 40 mg/(m*+d) . +3~+4 d Cy 50mg/(kg-d) ;
d O/1 iy 3 By A RN (B0) A0 ] s f 20, A%
HAIEL > 20x10%kg; d 6 FidE TCOCHTI0L; d 6 245 T
FK506 554 MMF il GVHD

5 BEBAXEEFRESHSLE

5.1 GVHD GVHD 432k M: . NIH iR
H 4 GVHD & A B[] Al PR R L, #% aGVHD 432h
228 aGVHD (I RE B A GVHD, & A 7E R A 5 Bk
AUk L 40 i S 100 d ) RERSE | A Bk
11 aGVHD (lfi KR Bl 22 LAY aGVHD [, {H &
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A AE RS B R AR AR S 100 d, 28
U5 A 92 0 46 R A O ) L % cGVHD 43 b 48 i
cGVHD FlaGVHD 5 cGVHD TS5 1L,

TM 48 5 0 GVHD il £ % F ATG . #h 1 &K
B v B F B S FE MTX %8 RG4S IR
I 25 ¥ B (200+50) mg/L B Ath 7% 55 7] 1, 24 vk JiF
(10+5) pe/LENAIE ; WJC GVHD I, A
J5 6 ~ 9 RGNS 45 T IR0 28 sl At 7o 5wk
BARJF 12~ 18N A &% GVHD —4iR77
YT e B R A Wk e e (R AR R 1~
2mg/(kg-d) |, T SR MMFEBAH . 24
—ZRIR YT ORI, AT I R P B B ]R3k
ATG EFAE Pl e n) 7o T4 as .
5.2 R K A ZE 9% (hepatic veno—occlusive dis-
ease, VOD) SRR 0] B FHZELE S 1E , J20IT
s Ak B R SR A AE , R IR AL R
THAE . VOD BURUREAR A P A | 44 55 34 in 0
95, SRR FIAAE I T -3 d ~ +20 d, £33 Cy AY T
AL 7 2 41 BuCy A1 Cy/TBI 55 J7 S5 FoAth 7 2
Bu/Mel/TT %A, i 33 L4 1 D RE T8 , R4t
KR S5% ~10% , Z 4 5 Rl s KX EE 0 IE A
fitic VOD Wi R T olbriEZ —(£3).

R3  VODZWkRIE

Jones—Hopkins Fri Mcdonald—Seattle B

BRGS0 A, SARLLE M A 5528 d P, HAT TG Bl

$iE(= 20 mg/L)FREA PI4T35 20

L 2 fh.

IWIEIN LR EA ISR

2. BT 2. FRLTZR IAE (= 20 me/LL) B

3. (REEIEIN(GHEERMATER5%) 3. PIARG N335 2 SR e B4 i
(> HrIAER2%)

VOD ) 15t 5 7] R A JHF % 100 ~ 200 U/(kg - d)
EARJG+20 d, BELAHIR 12 mg/(kg-d) EAR G
34 o VOD IR 97 bR AT W I 2 RN AE s 4R
e Ak, WIS 257 S Il i, i B 4k
Hb=100 g/L. i/ (PLT)=50x10"/L, IfiL i (A &
M >30 g/L, & H W4 = BR & Dk v it
<50 mL/(kg-d) . PREFH &R T AR, 20 F
PR XFTFE B VOD BRYT , vl LA T R
(defibrotide , DFT) : MUK F 5 4 6.25 me/kg, JE2EH
FHE N A 7.5 mg/kg (2 =) . 10 mg/kg (55 =5) |
12.5 mg/kg PR, SRJGBIR T 15 mg/kg 4E4F,
£56 h 1 IBYFIFIA] A 14 d, {E A AL I R 52 PR AE
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e Bl e {5 FH R[]
5.3 HIMPEREBE R (hemorrhagic cystitis, HC) &
o | I bR A PR SRR R, ™ B A R AR IR B A
BEAN'EF T RE 2508 . A4 HC & AE I ], AT 4R B &
AI(EOHC) AR & B (LOHC) M Fh, EOHC £k /E
T AL PR R sl FiAL FE IS 72 h N, L FiAL B
WAL PG A % . LOHC £ &4 F HSCT 2 JH ),
Z 5L A 56, Jo H LB 40 i 9% 3 A1 BK K 3
(BKV) YL SC R V). MR8 I PR FRJE , HC I
RN - T R B F bR TR, IR I pR 5 TN
JE , AR A R e afn B 5 IV B2, o BAs BEL IR 8 , 7 8
HELE DI RE R

CTX F:H( EOHC, 3 RN 7K1k ik 55
it AT AT R A A TSGR , (H H RTE XS LOHC 1%
JCA S F-BE . HC IRYT DAHE 2485 32, 7]
25T okAk B AL K PLT i 4E 45 PLT=50x10%/L, %
DL 6542 B B8 PO A 7 i | N MEBEUR , RS R il
FHAE M 259 , Y18 0 s Se 2 315 s X5 F BKV e
FHSEI HC, BT 4 B by FH 5055 e 9 7 59 78 24w 5
Migige iy, I~ IV HC AT ikE b B e bl
T8 2 AR 252 s IO E 8, s IO 9 0 ¥ T o P 2 3
K R AR BT IR R B2 MR A a
T W AR AR BEES IAER , AT T A
A AIRIT -
54 FHAIEEA K (poor graft function, PGF) &
AR ALK 5% ~ 27%, 46 HSCT A J5 28d LA A7
TE PR A I Bl = (PR AR I < 0.5 10°/1) M
PLT /b (PLT < 20x10°/L) , fE 8 A £ Hb R, 3F
ez 2 . PGF S5HEARIGAFR B G B
BETE M TR LR AL, PGF A KA o8 2t ik
A, AT SR AR O S 50 . B4 IS PR A5 1 1 20 i
R J5 - B PGF 5 4k Kk M PGF, MR 35675 1
20K 5 R )5 & A PGF

PGF (36T H Al i ot —Fnif, ol o FEME Bz it
MR I AN TTE A VR CD34 4 L T
WAL ) e R T AN AE . R R P PGR Y
J7 RO 822 T4k 5 PG, 48R JFU& 1 5 4k &
PGF fEALHI b T REAFAE 22 57, 4k R M PGF T BB 5
FEAE G GVHD J8 gy 254 46 R & A7 %, i Jit &
PGF R RE JFUA e i 1 s I A g 32 404 5%

6 BHEEHRAREEN

6.1 FEAEo RN FEARS M AL L IR 5 0]
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TS A HE e S B4 2 WA EE B I R S, K
B ] R AR 34T BRI, DUS A
s 3N A AT, BRI BB AE S 24, TM A5 4
JEIRG A IGARE W, A R B R I, TM
A G b 9% ~ 10% 85 R B FREE 1 i A4k
AL BT S, thJC GVHD £, Bi)s
PEF B AR 3K i AR 1 (5 &
L <10%) , tx A FEEE 2 (fF FE A0 E o b
10% ~25%) ,#x &P 3 (18 THME 0 H >
25%) . A E AR AR LT AU A b BT i S B R A
YIHER RS, 243 25% 0 T™M e 96% H BE
BAEWHEF . XA R 2 (B, s s
25005 i GRRE 3 R, TN R L b 2 2
MdavE , WHAYY G JCI N, 8] Flu WAL #1S fi
A AN i T An e

6.2 BAHEKIEI BAEARGIERGRIAE™EH
JE £ LA A 1 R S e A, g o ke R L S R
& ) it B 0, BB S R B 2 Y e
P2 1216 TMBHE BN A RZIH L
i T EEAL B, AL FR AL B 08 R T 4
b SIS Re s (PRSI REAS 2 A K R F I
R HURBEIHREART B IRIGEE ) S b & Ivgd &5 .
6.2.1 HRiEk PR SEIESS SOmE YR
BEVEVE L, A3 Bkt 25 00 2R RS A AR 3 2 HLA 1Rk
IRITFEAE , AL FE LT I AR A5 o (1) BT
Pl T RE MY 32 1% 3R Y7 H. Hb=100 ¢/L, %2 JA L
Il 6 ml/kg, 4 Hb <95 o/L 8 W 45 JEAK T 2 fil
BF, A5 L IR YT 5 e URORC L ATy 2R A 74 ol 240 P
B, B3 A RIS R, R 24 A R i i gk
I (SF) K5 B Z /2 K SF < 1000 pg/L, AT 5 1E
FEIRTT XA BT RO B ()RS
2 224 BB LS BB 32 I 7 325 3ouE LA g 37 & ik o
BRI, PTREBREREE AN . A H R R R ]
A AR AT 5 11 IR ER 5 700 A 45 2 A R
P w2 T A R IR e R A Y ik
/b RO EERELA T 5 2500 S W R I A iE AR B
[FHER A R,

6.2.2 JFEIFAGE  Hb B ASAR A R I & 5k
13 CHCV EGe FFIE GVHD LK VOD A %, Bkt
R HCV B YL SR RS A 5 IR0 i ) e Sy S
2, T deAb 2 & AR e i FE B I 28, A 3
BRIGYT ] LR M R AT 41

6.2.3 N ILIIBERERE N hBERERS S ikt
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WAL B2y EE R R A & cGVHD A
Ko AR B 27 40 AU PRI 1 K A2 R AE 0 ~ 9%, f
Iz PRI 28 G 8 2k ao 2RO e ST R o MR T RB IR
RO 221K 50% 10 FR A, & M 2T R 3 e LAY P 4
WA ead BB E IR DB, R I &
NREEME R RN R, 78 LIS #Z HSCT R &
PERRTh RE R AE & A R B B, B 25T
FHFHATT HSCT b33 JR 8 ] sl 2 2, ¢
FRIBTT ARG T A B Tl s 40 1E N 4y D R
FRERS o
6.2.4 YkKME TMAEHSCTRHIJG 10 ~ 2544
2 2 PR 18y XU, = 2 11 flas g 0 FECBR B , B A
Je SEAAIRR e A B R B[R] 2 18 4F, cGVHD S 3k
S8 R B ST FE R P21 R R A 7R A
2 RYT HCV IR DL K AR BIA T 7T RE R A S (AR
iy 2act:

B2 TM B RT3 22 7 T IR R R, 5
B E RS AR AL R Bk
JiE -SRI 5 A B A DDA 6, B R AR S K A
RV Bh Tl B A A .
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