(Bl : £ (EERATS) HBRSTaTEERRE |, (WETIEEWRR]

- 804 - Fik LR o5 2015 G2 11 B85 53 %% 11 3 Chin J Pediatr, November 2015, Vol. 53, No. 11

AR E TSR TR

JUE A BEH A R W SR R 2 W 56T

% K IR (2015 F)7)

PREFLIMES SRR
(FPHEIMARE)REET S

B BENE A B W 45 & 1F ( myelodysplastic syndro-
mes, MDS) JEESI8 T 15 ifn T 46 48 B 1Y — 20 % 1 B
R ELREMEEOR , FRRE R A I 20 e 2 B B R —
FAZREMMPEELERE GETHAMEREANR
H L% ( acute myeloid leukemia, AML) ., H Fij MDS
R PRI2 IR 475 2 B o I Y02 400 A e o 2 — 1
FE MDS ZHEFEN(PAERL 70 ) di & T fn
BAGEEERZ — B ILEIEE DN, TEER
WATIRFE R R B, JLE MDS B4 k55 RINA N
1.8/100 J7 , 2 o JL 28 309 78 12k I 8 ek 988 1) 5% , 34
FIRERL N 6.8 %, Hrh it FEH MDS SEX4E Y
$710.7 % B iy 2: 1%, L& MDS 2 i
MEETUSA R, NG| RS K5 B, BTk,
TRTERRR RFEELREHRVASE SN T
BRFRIRT R L, LES R A MDS HEE X
MERD, SHAMERE EMNERE", X
)L MDS B EARMFE . 2001 4R T4 4
(WHO) % ZZ 4 B 9 48 th MDS J2 V8 F 50 F& 5 1l
F AR F 7 F (dysplasia) §%5% , # MDS 15
A RS MR T mE , B bR L Z B 4
21T 2005 S LE B RENSAE R E BN R
TRRIA BB, 2008 4 WHO-MDS 12 Wi 43 A
BAThRH, B R JLE MDS M Ik 7 932 B 43 7
PRAE

Hitt—H R E R E ILE MDS )24 K F, rtg
EEsIRES Sl (PEILB R E) 5
ZREAESE 1999 IR /DNLBBES L R W L5 A 1E
ST B EAE B 2995 85555 4F 3k E bR
JLZE MDS S BF R R REN G RE2R)E,
ERLAUF R,

—. &
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(1) 5JE 1 40 B ek 2 A J) i 40 i — R sk — &
UE ARBERETRE3 AU E(BERHER
YR < 1.5 x 10°/L; If /MR < 100 x 10°/L; % 1f1 4T
HH <110 g/L) HRHEAH,

Q)EMMM LR EHESRE TR A RS
KERELHAEMEAMREFTRLEARE,

(3) HMIRAZ 2 5 F - 15 1L 40 B o 30 4% 400 g
BE R R R AR RLRF

(4) JR 36 4 M 3 25 - S0 FA) il 70 -8B I 4 40 i
WZE,

(5) BRLERHEFSW: BRI M T &
BOf 240 Mo 8 /0 R B R 0 i SR v il R 4
B,

Wi &R BARAEE (1) ~ (4)FHED
2% JFHRE(S) %

2008 4F WHO 1 I B 32 1 HIT & R R H 5
FHERIMENZRREEAREN AR =10%,
REREESEEERRIFREE: () DR B,
AL IRATS - N TN e - F NS oA R: ). ) 2 30 7
RERARLLI L0 ML 25 WO 3 W B B M 255 (2)
RLFR A% 5 i 2 538 ¥ 53 it 3 2> (40 Pelger-Huét
FEEETE ) | M5 P9 ORI 2 B Chediak-Higashi 5
KL Auer /MEZE; (3) EB R /NE K M
- F NN ST P 20 (RVA o] 2 Shad N

2. R4 JLE MDS 7] 432 JR & vk R 4k %
K, HPEEAREE 9 &4 MDS, Wn B i1
RSB 075 & R 3R T O 4k % MDS, AT 4k & F il
AI7 R E BRI £E-51F (inherited bone marrow
failure syndromes, IBMFS) . [ % M pi IR P4 11 417 B
JR ( paroxysmal nocturnal hemoglobinuria, PNH ) #I
Down ZRAAEE 1 WeAh, FRAGVETE A RE RS AT
I ol 5E 86 B SRk (NRU/INR 3 B19 B 4R 5
Epstein-Barr J585 Be ) U R4 fh = S o] RE4K B
MDS!>5) B R LB 4k & P MDS #9132 5 4 B AR vk
R A& ¥ MDS R, {EAE#E & T MDS 21HiHg

guide.medlive.cn


http://guide.medlive.cn/
http://guide.medlive.cn/

A LRI & 2015 45 11 H4E 53 3% 11 ] Chin J Pediatr, November 2015, Vol. 53, No. 11 - 805 -

FELZERIMTRATEMSAREE.

R HE S0 A i 5 B R R AR AR B S AR I, Bl
MRS 7 F 12 W B %, JLE MDS /4y
UL FEHAR . (1) JUE MEIR 1 i 40 g i 2D iE
(refractory cytopenia of childhood, RCC) ; (2) ¥EVA M
B MAE R 4R 4l ffu 1 £ (refractory anaemia with excess
of blasts, RAEB) ; (3) RAEB [a 1 il # b B AL
B RAEB( RAEB in transformation, RAEB-t) ; (4) %
161 34 ML 1 35 4R Bk ORE 40 41 40 i 5 25 ( refractory
anaemia with ringed sideroblasts, RARS) ; iR 82
RIT[ 5 95% LA L JLE MDS(5R 1),

3. Wi s MDS B ST EE LR 2,

F1  REIZRILE MDS bR 018 3R 05 40

B o 4y
MDS 8 ShA MR ER( % ) HREE AR %)
RCC <2 <5
RARS <2 <5
BHRIRGR O M =15%
RAEB 2~19 5~19
RAEB-t 20 ~29 20 ~29

7 :MDS. B8 4 B % 4 51 ; RCC, JLEMEISR I I 40 i o />
£iE s RARS : IR AT L IR SRR 4N 2L 4 I8 22 s RAEB 36 3R 1L
PRI AI% % ; RAEB-1. RAEB 5] [ L i % L B ¥ 1L P 59 RAEB

F2 BENEERFSAEHBEOTE R E

LWk LEHHE RS
SR ML A —FEEREERE BN Wt
BRI —AHE MR ETRE, R D%
HRAAEHE, oA AR T AR

BT Pl RN A R AT, CD34 T ARFIET LA
HeAbL B

HMHBRIEEMT BRI RO E SRR TF e
TR TERE R el R

BOLIRAI AL TEARE G i B R T Al i
A Bins a ks

prikanailioh S o2 N VI ESIPAR: ] i Sie ke O i

MR

BEFRESSH A THAREREEARIPETR il
fz POty N

R RAA R B T USRS A LRI 5 il

BRI S AN R

(1) 4B HITE 2K 0 - MDS £ )L 4h 3 it 8 28
BT RH A B2 . TR 4h 40 O B 51 3 v R 48 e
KEESRW . BLEIK MDS K F 5% 41 &5 A 5 & 5
MM LB =10% . #1i2 MDS (8 LN #4178
BEER Y I BORR BRI G 2T 4 M, HoE R gh 41 40
MR R SR AE S RL LA - HBIZER 173 DL b
. FTE RS MDS i 8L N 82 52 B R w G

i
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K o BrBERIEE A A B T HERR M T B S B 4A
R/ B R R EER , 1R B LB BE P 4 R A
BE ESAREE R R AR R B gL &
MREHERSEEFR . F5EH MDS & JLE
W #E 47 Gomori 4R B A 1 JR fi % & A ik
(immunohisto-chemical , THC ) & , & F B9 #6107 &
£13% CD34 MPO.,GPA CD61,CD41,CD68 ,CD20 #i
CD3, kA 40 Ml 7 % & {if (atypical localization
of immature progenitor cells, ALIP) th & & #E1E K Y
R Bz — @ ENL T, T AR 4 A A 7 i
JE 1 BB P R R TR B O, 4R T 7 5K B o7 P B 20 4 1
WX LA A Al B B FETE N

(2) Mg & 2E Rl : BT $45€ MDS |1 L3
N TS A BRI, 3 T 4 =20 B RE 4
MR RE, AHREEZERE LT
30% ~50% fy JLE MDS, (kiR L Bn A%
FEAFRERYENREFEMESHRE, P
TSR RERRE (4 30%) , kA 8 5
R =R 21 SREK=E, DR 20 SR AR
WA ERS , MeAh , WA MR S kiR (23 &
LeEkRE GHEEL-INEHET), MRA
MDS # WL () S5Sq SRR &A1, EILE S EFF
er‘[ll,IS} o

(3) M A 7 F i AZ =R . X 5 B MDS 1 &2
L, R AR R TC 4 A, R IR AL 2 38
{fluorescence in situ hybridization, FISH ) ¥} , 38 %
& F B IR £ N AL 35 : Sq31, CEP7 731, CEP8 . 20q
CEPY #l p53.

(4) TR A (flow cytometry, FCM ) #5 ; &
SR BRI M R R I MDS H 5 TR AR & Bl R A
4,18 FCM 7] BE3E X3 R [ 49 B BE 4l B AT TR 4 B
SFT (BL4E CD34" 41 ), ZE 2 W B4R B H LK
209

(5) B H R Z 8 R (SNP-array ) ; A] 4 ]
DNA # [UV8 5% F R Ak, AT — B R & 4
MR RERHER

(6) ZEFE %A M. RUNXI/AMLI , CEBPA
GATA2 %% X578 AT R 5 )L #E MDS A%,

— KR

MDS & THEf 2 T i Bfm . JLE MDS £
SR BR A A RS AT A AML, DL K AT ]
BE S:3k K MDS RIBREAR D",

1. BABBMHERMm: T RCC 2RI H
BART, B S EAREBERA LS., JLE MDS
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HAANWE K204 B SE 94K F] (erythrocyte mean
corpuscular volume ,MCV ) | 40 Hd F A% B FIAH S 40
MR 2R %, ¥ 00 5 F A AR Il #2651 B2
AU 2000 4 AR E AR RS VA M2 Y AE
e LmEMbIag T MDS B LE A B A RGER
MEJARAHTIFAERR: (1) BB RNE
MR MMA BRI A FE S %5 (2) SR I 5 3R
iR E R R R A RS £ (3) B REE R AT
WERAREMAR P MR EE L (4) BB L
FELHET SRERERAKBMARYE, HE,
ALIP FIBRARLT R0 78 18 i 5 o] B F A B 1R
PEALIL , 05 P B AR A I A 4 ) R SR R
T R RS M A4 50 8 AT O B BB 3 I T R4 1
1M MDS Sy (i 40 i & B A A S, I A v [ Be 2
R B R B MBR T F BT S B A R th 2B & 1R
RS 100 F1 LR BR, JLE A AR AR Y
AR L X 2R 2T 240 0 4 AU P B 1T 448 B 0
R, ¥ BT RCC(P =0.003.0.001) , 7 &
BT RCC 54 R %R tit,
B BEL 2 04 S % 4 ALK CD34,CD61.,CD41 LA &
E-526%8 1 0] LUTHU T 4R 400 10 15 2 400 MR AR o AL
HILT R ETE , A BT MDS 5 FA: BEAs 4% 1 Y 4
Sl BIURKIENSRILE MDS f1° JLERBHE
HE RERR R ST
2. F &M AML: MDS 5 5%

K1,

0 IRy A AU

R JLZE MDS FFAE 8 m e AML #9 XUR
HAE T B s R R e B e vyr
o HEST RSO AR, B A HERE LE MDS 17
WAL . Bk, BRAEEE 2 B 7 B 1 1 T4
B % # ( allogeneic
transplantation , allo-HSCT) J&47 , 7 | JLE MDS B H
REFBEEAR, BMEAR> BILREA D AML, 4
B K. THRFET SHapKRRE R 6K
BRSEE B LEHBNTERRERE

JLE MDS £ KRR MK (A4 1.8/100
7)) EETFILE A AR (3 ~4/10 7)), B
MDS#7AE B S 19 55 B o , 3L & 9 ML 1 o o o BT

hematopoietic  stem cell

®3 L% MDS FUF KM AML 9 FEX H¢

KRB MDS & H: AML
SR E AR BREEIEE PRk EREEE
FHFRE R A 2, R
pai bt B g e EkENRREE Rk RE

(107 S4fakik)
AT M RN LiEpo gl
FRAEE IR i 4 BR— 28 % 1M 4 A
Ueitig = ¥
E Rt E Lefb 3 KREAFER

T MDS: B RE A S H R AL ; AML: S RE 40 B 1M

l HWTE: mRA, FRRASHER. REGBD

R @i, Wi, BREERK,
S RMm—RE—RULEREDIN A, REFH

EEME: ARNBWA. FAEERE. BEERES21T.
HERT

ROGEAEREER M, AMLS AT SRR

4. JLEMDSE WiirE

RCC. RARS. RAEB. RAEB-t

ERME(RERN . ER%HRUHERKRER)

W AML 776 R R B4 W22 s pe, | wwewom
M BIE 5 U 0 40 F - AR I £ 4
HERIE Z RN E TS
M2 £ hbE N fidE | ¥RERE
LERH % S B 3 5 MDS B,
WLEAEAE T B o ik AR ;
SRFULR R MDS [i2 I, fH 40 AML BHLH
CEEBE R S AR E R, R B Y
T LW h CMDS & B R | PR
AML” ™7 e JEC 4 4 M L 11> y
F30% £%E MDS, H FEME L 722"
Y AT 45 ] B BRI 8 v
ST, e R A sy L
FRGESE R MDS F1 AML [ 4 51 7 v
I, B 4 T A R B

TELE: WS (HHLE. P

JLE MDS fiJE & AML [ FE X
B35,

= Wi B

He#E JLE MDS f932 W 4 B I

1L RAEB

MDS: # #8384 F ¥ 4781 s RCC LB Ve 0l 40K/ DE s RARS : VA 47 I A 3R 8k
RELhAT A0 A% 2 s RAEB : YA PES I A R4S 41 i 3% 28 ; RAEB-t: RAEB 1] £ If % %% L B 3%

E1 JLE MDS B R
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PR M LA AR5 AR A T B M RO A I RATE 58 B B LA
WRIEK, 2H NG R K. BARERHUS W
4+ Z 4 (the international prognostic scoring system,
IPSS) 78 A MDS i f5 1AL LSRR SR h B L 8
# (B7E)LE MDS b i R IKG T WAL, (LS S
(BB R . BUIE 4 H AT E P9 40 W5 258 W
#)JLE MDS 357 R A RN T

(—)allo-HSCT

allo-HSCT & H HiyME— A] fEME VA JLZE MDS 19F
ST P, JLE RAEB fil RAEB-t B AH 5 M52 & &
R FEIAE 80% , I AT REFKAT 60% ~T70% (K B
AR P, g T A0 Sk VR AT 435 ) i 4 A
A HE AE A B AR RUAE A il 2k Ak 3 55 L
Bt ENEETE: (1) R RCC; (2) A
RARHGA RWHEAERRE (7 55 Ak R
B2 AL ), B JC 40 il 4K 6, 5K 35 ) RAEB Al
RAEB-t #2 )&, N R BLi#1T allo-HSCT 3547 ; (3)
A 40T L 548 & i) MDS(RAEB 1 RAEB-t) , 3
PR BLALHE allo-HSCT V597 .

(Z) &59ik77

1. %M #8977 (immunosuppressive therapy,
IST) : BATAKH , BT3RSt AR A R ey T
WEA IR R H W R A REORALE, B FES
5 MDS B g4 R RMTEEMHZ SR, 4R R
TR B R, UL S-5T K AR 48 ML 3R & H (horse
antithymocyte globulin, H-ATG) Bt & & A
(cyclosporine A, CsA) i IST y5¥7 JL#E RCC, A] f#
60% LA iRk 1538 M D RER &2 BB Bk, I &
A B ILEE ISTWRITIE 7 S ARk, IF
PRS2 E M, EHRE SR 0EE
BRI LA KA BT B, R F B A - 16 i 4 g Bk
75 [ (rabbit antithymocyte globulin, R-ATG) ZH i
IST, 3697 A MDS 3548 A 303 60% FK B4 /7%
80% By BEIT T o

MDS ) IST J7 3T IST JAY7 KB A AR B
BTN, —M K ATG + CsA BB L, f45:
(1)ATG: [ H-ATG BLE 7R NAME (RN, 807 %
Ji R-ATG{ £[H Genzyme) ,2.5 ~3.5 mg/(kg - d),
BRESFKHEE 12 b, ELS5 d, WATRA R-
ATG(fEH Fresenius) ,38%£4 ~5 d, X ATCG AR
RIBIA B ia N, B S 30Ek[28 ], (2)
CsA:F|&H 3 ~6 mg/ (kg - d) , FFBH R EME
ZYIREZHESF T 100 ~200 ng/ml, FLEIHIT 6 A
PLb fph R il SR B G 2 G, A R

ERiE
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e, IST BAatE Z DB FRTEL~2 4
Ao

HKIST {/57 JLE MDS FF L T 5[0
(1) HAEHA 2 IST JA¥7 JLEE MDS (¥ SCHk 8 1 %R
FEA R WA IR, B ST 5 v R Rk, 3L
WP A ik — L RIE, (2)IST {/¥7JLE
MDS #9715 B AT BB (X FR F RCC, {B4:H PNH HJ¥7 3L
AR, 3)EABR BRBARA CSA 1557 MDS
IR BETFH RIS B JLE MDS R
WARiE, (4) @1 F HAETHTHLRI A ATG HI5), 25 5 ik
B b RS TR AE AR TR T7 A R A 1M
VRS ESE M TR, B, iK% EHE
EREEER ), W B A g R R R E A
BEERETLE FRAURLEN AN BRI
A, A IR EIT Z 2

2. AT HRERG B Y)T % T HIST iR B AT
BT A MDS 597 4Rk3E , X FJLE MDS [tz 2
BHRYTR AR MEZ 2T HMERRIE, F8M
(1) PP WIEIT ORI (R BERTH) , B
TR MDS # WK Sq SRELERIE, IR —E
e (2) KW EAAY . FRNEREATEYE
5 S5-I $L-2 - E A ( decitabine , 1 PG fth 35 ) F1 5-Ba
LA F (azacitidine, AZA ), SCHk R 18 H BT A
MDS, AT REF# MR 1] AML 35 i XU 7

3. KM E4AER B NEAE B 1E WA RER
BN ERDRBNHME R EERARIL, &
SO AEYE R, AU RAERTLFE, iR L
FIBL ML H A, (R B AR, TR T L
0L RARS (93477 o

(Z) XF7

FREBWNRABILEERENAFY, ©A]
AEH allo-HSCT R BERHL 5 & M. L5 M55
I AR A R B Y R BB B R RGO 5,
BT

L B B 43 %o 1l 7] 2 B B % T A 8 2000
AR AR B AR RLTE) PR 4 i , K 41 41 i
M/MRRTEFEIE 73 R E R, AR H <60 g/L i
/MR < 10 x 10°/L, {BiZIE 5 05 ARl
TEASEERILEL TEKEFTWE, KL T
VT A AR AR P BEAF AR — 28 XU 5 T () A S I
ANER BB R O B FT LU & Ak TR B AT sk
M /MREBARAKE 89 UL, Q%R & B A B I R IE
Mg EE R, Bk, FERERILHEK
% OUFIRS T4 1ML 09 T 32 A2 L, 0 BE I ) 9 19 2 R
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e BT i AR AE

2. dE AR E T R M T (granulocyte
stimulating factor, G-CSF ) 4 £ ju - E W 240 0 42 7% 1)
¥ A F ( granulocyte-macrophage colony stimulating
factor, GM-CSF) %3 i 4= & B F, {0 o] g€ 2 A B At
MR R TS i 4B KL Th RE , B AT REAFAE T BOR R
JR (VA KUK, 0S4 4 8 2 7 PR T v o 2 ™
BT R RS E AR A AR U IR T B
il i)

3. ARG G T AP LA B A R
L, TEINGE B ERG . — BRI, TR
KT IR R, JF T e e/
BRI RG

4. FEBEBIBIT KB A EM TN EIL, B
S RAKNGB AR, T B EE AR TR B
AT A, MK B allo-HSCT M XEE 5 KUK .
PR M, X TP £ 400 i 1 149 B LAY S 348 M 30 7
BEEKF Bt mEmEESE (O A B
5) ThRE, R AL IR T BB U AR
BRI T A MR EA K LG E PRk
B, HEEH >1 000 pg/L o, AEER KRS
Mo WHRARERZGYFE R RAREME LA R R
R, EILE 4,

"4 WAL MEN

B [/ K B RREN
Sk 40 ~ 60 SR BRESE ER REE.
GUT TR T
LB 75 3wd R AR
A

WHEFA 20-30  1%d OE B

Ry

WNETATIR, (K JLE MDS &R EAK, 7 A A Y
BB, AL TR R , SO SC R S
I RBTF Bt AR A 2218 . B2, FEE BN EE R
AW R S o, BLE $# 0 WnaT Ak 89 He LB
Y, 3B PR AT A 1k 14932 W 50 2 o o A0 S it
J7 8, BT it PR R 312 W R DG 4 2 .
{HRFR allo -HSCT Z 4b, H Rl BT 47 9 R LL 25 )7
EEUE THRREN B, TR BB N ZHEZH0
PMEWESR, T LUTRCRIE M T B AR T 5E 2 . L
S, i1 T3 E ML I, &t L FR BB A K
BRI R RZE S . W, # I LR
R A7 AR P A AR DU, F200 8 BRI )
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Ga BT A MIE SRS LM,

(% KEH HRE X8R

HH LR HE)
SMALAHEOERRAATEBHT) . LB REHRILE
B A (BRE  HSHE) 5 o [ S B 2 5 R I 975 B e (220
) s BIRF4ETE  BEBE (STAEHA) 5 4 PR K 2 37 S 2 B
TR [ B 5 (A ) 5 o B K2 IR IR 2 BRI 1 B e 42 98
IR RN I E R I B OB M K5
—WIREE BT (BRI ERL K ¥ T BB (W) 3 T APEE R
KEMBAFULERB( ERA SSHM AR IR E
W JLEEBEBE (K ) s AR S S B BN 5 e 7500 B R
bR 2tk
2 % X W
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