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HAMEBMEA D (Aplastic anemia, AA) & —41 DLE
A Z M AR AN AR = F (AdL) 48 iR D
HAAEW BBk w, BT & i 1% 5% (Bone marrow
failure, BMF) Z2 &AWy — . HELKHEAERE N 0.74/10
AAE, TRETEFRA, B, KXAHRFELHEER.

BFM 7 4 58 R M AR R T K K. JE R BEM £ 2 E ¥
Fanconi ## it (FA ). XM AWK A R (D).
Shwachman-Diamond 4844E (SDS). Diamond-Blackfan # i
(DBA) Fust XM T B AZ 20 fg 1 i /NAR S D FE (CAMT ) %,
IRAF M BMF X0 4 R R A4 K 7 2K

1. EXMBIF TEAHE: (1) BETHOTHARKERY
Hy BMF, 4[4 & M B BRI o 21 & A JR (Paroxysmal nocturnal
hemoglobinuria, PNH ) fo & % e BW G A
(Myelodysplastic syndrome, MDS); (2) H ¥ % &N T
BMF, - ef SUE, 6 40 g 5. 0% A 6 BMF (4m AA) Fo B 5 HiiK
A5 0 BMF; (3) & Xk A e Zm ok > (1CUS) [ B3 3E 37
FEPE TCUS. 2 U5k WA o7 M it Zm g ys > (CCUS) ], 3xX 2 4L
] DA 34 O B I B TR R MDS B ik i R

.-



0, 7T BT AR A S B R R

2. 4K KM BMF: R LEBIFNHER S . T EGHE:
(1) M AAME, wEmigamim (HCL). T @A K
BRI P 4 B8 o (T-LGLL). £ XM 88 (M) %; (2)
HAh R MR FH; (3) FHA%EMN, (4) FEERNE
A (5) [MEEmTyaF; (6) BB &R BT B
BEMIESE, (1) 54, MRS WERLEF.

.\ EHEHE

AR ETEERTEAEHARVISFRERFE. 2%
A, HRBEET. A TREFERERVHILEMTDF
AL BL.

(—) EREN

FEXRANM. . RS A 40 fR 2D B AR R I R
R, — LR, B HWEEHK.

(=) SRERE

LeFHRMBE: (1) mEAmE: afitE ko X.
AT R ARA. ok (H6B) AT, WALHmE
ot feds 3t . f/MRIHEL (PLT) faA. (2) £33 E
TR HBEERTR, WBEFLEDOH T HITHEF
HEA, 1 ZUTNEILERNEETR. BlRAF I B0
G AR, N, 2. KEZRARBAFRNEE 2t B
MR B AR S MR i A R R
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(3) B#iVER: ZOR2 con BHEALE (BEF ) Ao AH LT
EEHGARE. BR4ERME. 2RALNA (LMK
CD34+4fg 0 %) T, UREEGHFEEMZHE. FHT
B, (4) WA @A F R CD34+48fu g E. (5) A,
B, FRIRhEe, HiAth, mEY (BEFXHEE. BBV,
CMV 48 ) R4 B mith &, (6) fMiFskE . Efndg
A F B12 K. (7) %\ 48 g R AR M PNH 37 % (CD55. CD59.
Flaer ), (8) %A x g A ll: T 40 Hg I A (4 CD4+. CD8+,
Thl. Th2. Treg %) K4EMg AT (4 IFN-y . IL-4. IL-10
£). BEHERMRGE R, i i T 40 i B K FURD B 40 B
B R A K ARSI, (9) iRk E: EAMAE . K
SEEALZe T [del (5g33). del (20q). —7. +8 21 DL K%
MR 2 (JLE A Kk 2 F #EM R 2% ),
fe L2 &gl (10) EZFEAE: & & 4 5 KX P BMF
B M S s AT S0 KM B 8 0 T R A K Y
HEAHAE., (11) Hfb: SEE, BHEE. EECHEK
HA B BFmE (X &% (T %), LUFHEMmERS
By R

2. I E (CHAMHFHNERTIFEUTIE): (1)
A L AR B LA (2) smb K R om A B E
Rl s obr B L A R AR (3) ARanp A R A AN (4)
Mo TPO ACFIE; (5) BZHER LSS R A2 A 270 5
BARTF ahE



(=) U¥teg

LA oy, kst MBS, KIERE
PRI <1%., ZPHFEUT 3TRHN2H: Ol
BH<100g/L; @Q/MR<100x10"/L; QO k40 fE 4
B <1.5x 10"/ L (e 4 H R D N 06 AL &t /MR D)

2. R F R A F AL 40 Y A R E R
o RV el N RN [ i A € N ) AN R A
K. FERAME) e, Eap i R D R,
A%, REZATHERD. dTILENREBAEDREEFER
RER, BRFRAACBFGABTET GFRANT 1S
#) .

3. HREVEAY: B A AL A IS AR, B AZ 40 HR D Bk
Betn, ALY, BERAn () EE MR £, Ta4%
AL A, PORGERERN, TREARZHE. g8
o W VAT B R SRR A

4. BRI LRI B R M Fo Hf JR 15 M L 4% & 1 BMF,

(W) AW AR

Fh LR AN D Wiir B, AR T o 2 Ko A e e
TH LR,

1. A AA (severe aplastic anemia, SAA): (1) HH
HR AR AR T 25% ~50%, mARMAI DT 30%H
AL AR AT 25%; (2) SMAMZEDHFEUT 3
TR 2 OF MR 4R 4 E <0.5%x10° /L; @t/MR
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H3#<20x10°/L; QW ALI4mfE 38 <20x 10°/L, A
T By W R <1%.

2. /R A AA (very severe aplastic anemia, VSAA):
B & SAA A ah, H Mk Am B A 3 < 0.2 x 107 / L.

3. dEE A AA (non-severe aplastic anemia, NSAA):
SRk F| SAA fu VSAA B Wi An . T 23 A K kit 38 4E
LB T “WBA M NSAA”,

(&) %5758

1. 58 K P BMF: 5 Wi 3545 0 PP 6 58 PR 41 58 R M BMF.
SRR (FA). ERMEAMA R (DC) Fo
Shwachman-Diamond % -&4E (SDS )3 & A % Wt 45 X % BEM
KA, AP FARAZ N, BTHER S DCFEH BB E R T
OB/ RFEEMOBEFEORE R, FEDH. (B
A8k DC By = BRAE B #1 0 A SRR, T AR 1 38 K T 2 T
B, FERIZE RO TS EENF K £ lE. SDS £ T
WLHA R, & PR B o O R 4 R D SRR A R R A 0
T fe o BAH AT RIEIR, #OT 5 IRAF 1 AL K,
M TAFEN R RRE R EEWNFA, 2REZCHH
B B PRI B B f — R By 2 R M BMF R AR U X
EA, BZABRAEERA, FRITEA —EBHE. T
s KREW I H 5% (1) dTNT3IEZEIN, DR EE
AMBFERIEE. (2) FENESY (0 XS IER. BT
wHE) &, FESERAEREBIMA i, REERE
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Bh M, BRI AK I A BB HATA S X S
&, (3) mARFHEREH, 2 HREME AN BFRE
W B LR % M AR B, DA AT 7 6k B AT AF i 5 BT
R

2.MDS: ERENL. 4. EAZAH R B A 3 & 5 B MDS
WA A F 2. A R0 A3k o BOR B BT IR 48 L
WAL (ALIP) 7 K & T AA, #CF R VLKA AL 5 MDS,
1/3 #y)LE MDS 158 X I BMF 54 ik, Wik, —E XK
ARHE, N#ATHERMEBIF EEAAN. L6 HZA K FISH
. B R K Rk 4 Ak R T B

3. R &M Sz M /NFR D JE (ITP): AA BRI A
ITP, AHZ UK E FRGELERADWIRFER. AL L ITP
HEMEZARBERRSZREE, SN BRATHHR
E «LE ITP L7 2 KasmElE Rl TP ¥ £ E 454
Z —WEN . ELWr ITP B, R B #HATHEOE.

4. PNH: 5 B2 72 3% %, 0 31 a0 i 49 4 TS AR CDSS A CDS9,
DL S FARAR M 45 . Wesh, PNH W RE S AA B B 7E,
RAEREFHIL, REETHMELE.

S.EAMER AL A B R S A K Bl iR &
HZ, FEERIANEEBTAEE,

6. &R B B MR AR KRR A
VHRE, BHLZEVENA, ENFHEDMBEHBRD
# .



7.8 B . NAR D PR R BT e A
(Wiskott—Aldrich Syndrome, WAS): [& i /N IR A 2 4h,
AR ERMA M. 4L E At R RS, {H WAS 7
FEM/MREFRH B4/, FHEZHART LA LMD, HE
A ERD ALY )L ERHAE, 5 RE M AL K7,

Pa. Jaf7

(—) st X BFs 77

1 —fesbb: #RRIZUES), WMk E L, REH
S A Al E R MR ARG E R 9 254, TR EARR AN O R A
EAAMBHNTRPURSE, AAEHNNEETRE;
B, B aE SN RBIZLTE By BRI
MEN IR B 254, SRBEATHAL K ATG/ALG Wy H# H WA T
TR R i . YR s KL AW ey ; EiTaesa
Jo T W F R T RS, R & wE g F &k (SMZco ),
mAmewii%K%%ﬂFm

Al iG: SAA F1 VSAA B)LH ALK #urt, Mg “H i
ﬁ%%ﬂ&#ﬁ*”%/ﬁk@

3. MMt ARYE T A 2000 4 6 A A H (iR
I S IR 1 = RN ) e = 1 i AR =
<60g /L, [EEAEHm (WL, K. KRE) Bk
54T 40 B E R AE . TR 0 /AR R IE 4R AE A i /N AR <10
10"/ L, 7 /NSO F6 A [ ) 3 3 1 ST vk BB, 3™
F O AR AT R R, 2T A B e /AR A )
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Fo ST fL/MRERIE Tk HLA B A A & /)
WE. TR kM E, A A B 2 DU R R e AT 3
JEAn (3 P8 4t

4. 3o A K E TR TR AR B Z AR R R
R R b 48 5 R A

SR HMIEIT: T RAMMPr kR, YmiEsk
B E>1000g /L B o[ R AERERIBTY .

6. Jr W B At YA K IZ I H U /Y (immunosuppressive
therapy, IST) H[a] B 25 ¢ F Wit fEM — P d. 74
IST ¥4 f5, fnf iz 3h b RE R & B A AR B W 0L &
R IE BB R E

(=) & Tt is sy

i i 40 M AS AR VR Y AA ot R BMF B9 B T iE
BAT R ST MR B & A0 o M R A XU/
SR . BHERGRRFTERL. HAERE. HLAMEEE
MUK, NS ERIGAE.

1. 3& NAF: SAA. VSAA. iR #ibk NSAA 2 IST 67 K
RS

2. BAR B K B B9 . SAA. VSAA B )L An A 5] g A
AR, MAPIATED TAHRMBERT, FutaEsEl A~
2NF) WRRE] 9 ~ 10 / 104 p A8 &Y 3F M 048 X 4 OF 5%
B EF AR BY SAAL VSAA BL, W EFEZ AEHE ATC 8y IST
BN EEEH#HTED TAREE; ERaBLE#EX T
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ATG ZE W 8 IST ig 7Y 3~ 6 AN Fl LA B i fn T 40 g oA
BT, RLRE B SRR A B v Y AR M B R AR Ok B B R
TR

3.3t T AR A SRR : B RE. AINE L R R A 3 W AE
i o T 20 i B R IR

4. EET: (1) SAA Fu VSAA B)L—Z WD N R B H#HAT
HLA e/, (2) #ffR #ik NSAA By B AE S K [E] SAA. (3) ¥
25 Wy b 4B L GR 2 A SAA, AR VSAA B LT I A DL H| B
Ry, {B7Ezh MR AE A B e xt 28 RE. TIHAE )G fr 2
fEARR, ABEEREN P AR RER R, i
X)L EFNE—FE, AW, B TXEBEGNSHE
. E, EWERL A YA E IR xR LB RO R
BHFATRETRE, FEREXKPAME GO ER= T 21T,
(4) BEWMEFHAMEIZFLOK, RENTEFHR AR
o R o DA D B AR R T LR

(=) IST

[ST & A& HIREM AN WA RGEIT T iE. B E A
FEAFETMAE / AP A KE S (antithymocyte /
lymphocyte globulin , ATG / ALG) #u 3} 4 B & A
(Cyclosporine, CsA).

1. ATG /ALG: (1) &N iF: O HLA 464 F H At 1
SAA F1 VSAA; Qi R 3547 H A — Tk SAA F7ofE By NSAA Fodg
AR ) NSAA, ELF HLA AH-& [ Mt @ F — K ATG / ALG
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BB 3I~6NMNALK, HRAEERHITE LT BN
BL. ATG /ALG i&JY M E B R HR L#5 % 5. Mk |
80 g /L LA EFutn /MR 20x 10" /L DA BB 984T, (2) 2547
AEFE: ERK L ATG By R FIAE AT b ALG B %, {87 5 2)
YiIRBEFERAAEMEEEZR. EMERGERN &R
ESI 2014 JLERFEEREDTZNY. WEZ A
5 PR AR R 25 R A UG B AT R R R (B0 #EAkR R, KB
P77 AT B X ATG/ALG J5 77 . % H JHl ATG/ALG B[] 2% b H B £
FRAE R R A E RN, (3) FEREAEEER: O
ATG / ALC MR RN A FERER L. K#. BEH. KF.
B R B R XA, MAT IR 1~2 ng/
(kg - d) BAE N7 & AR B FTBR HAT I . B K F N
EREYIFA. B EiRE, OQmiER: BHEXTHE. M.
B BREEARMM/PNRIED %, —RE £ ATC / ALG
BN ELVRAAEE, BERRBENRENAZRYE 15d, M
JERE, —M&2ERT (KA 4 B ). o B vE R RR
JU 5 R b R B RRAE BTGRP B Y . 1 IR ATG/ALG 38
NWARBEREH L KigN T HRFHAM AL A E DT
LHRFSAE S 2 K ATG/ALG 3897 . B H 2 K IST, 5HIK
BN E R 3~ 6 NH, F 2 ANYAEE ATC/ALG, HAR T
K 20 1A J& SR IR 5 BIKAS [l #y ATG/ALG &, DI D & &
TR R Fu B A iR e AU
2. CsA: (1) FJIE: DATG / ALG J&J7 Hy SAA / VSAA
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JL; ONSAA B L. (2) R % —EHY, MAFIENY.
O RALEHF E N Smg/ (kg - d), BFLEGYR AP, CsA
R R A — AR A K, FlE TG B B LB 5~ 10 mg
/ (kg - d), FroAdMm ek E A N EE., R 2 A B Il CsA
Mm#RE, BN m AR LERFAE 100~150ng /L, ERFF
BRT AT TR ER IR FFE 300~400 ng/L. 7y
BATEHE 2AATTRE. NEREAEN 10% ~20%
HR, BINMHARE LR, REHEEWAE DL, WwHK
HREERE. — K CsA BYRBRRNE2~3F, BELRT
R A LN, (3) FRAMEAE: FTELARRMN A H
ek, WIRE A . BEE. ILRET. FEHERE,
WD BB )L K A LR A 3 5, (B K 20 R R A KHE
AL B 4R, 00 T B R R e Cs A ) AL B 4% b 4 4 B
PR 2 B0 A 57 2 3 e 0 i 2 0 L BT o 6 v R 4.

3. H A IST: (1) KA EH#BLAL HD-CTX) : BT AA|
ENBBAL (45 mg/ (kg - d) x4 AN EBAE T EFHNH,
T T AHATE O T 4 f B A B #05 B  BL ATG/ALG
BXE CsAia Y RIKHy AL B, (2) BB BB (MMF): xt T
ZHWAR EEE R TRV A, B2 AP HRKA
W%W@M&M%ﬁ_H)‘%WE(MW@~5%AW%
T4y fe B (EfER B, HHMEND,

W R @mﬁm%%ﬁ%mﬂ%M%@ﬁ,@ﬁﬁ%
AN, EREARER. (4) §1CD52 B4 BAMLF

-
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# NLF] CD52 B Hia Iy B &K SAA, (BT 6k Z KAEA Y I JRAF
RAREEZAMITN, REMNEEFEEN ST HE, &
TN ERSA, (5) EmEZR: E8 T A% ZTE
5 CsA AW EMERA, BRFATET, & ATC/ALC Bkb CsA
Ha bR EMER TR REEENBTRNE., THEER
BXA CsA W7 M. B K A Ml JRAF 5 IE R HEAT.

4. FEE: 4% ATG/ALG Fu CsA JEIT B9 B N BT FE 7
T A 2 DUE BB IFONY 8O R RN (L3678 2 4 so e
P4 PNH. MDS fu 2 M8 % B M <5 ), 2 WA SN
ATG/ALG HZ5E 3 NA. 6 NA 9 MNAC T . 1.5 £, 2
G005 L34, 3.5 L4 L5 410 4,

(w9 ) A 8RB

1. TPO Z AR 20 7] : TPO ARG Z 7| (L #8 A TPO KA 47m)
ARCE T R E R A K £ e i T A R A A 4 e
SC# b (Eltrombopag) 7EXE FDA EHtER T EME
A AN BIRSY, HUJUACH R BK A IST EAIE HY SAA B
FHBAGT RAENAR, BEFENMERT 12 2L LB E
=

2.C—CSF: ALK G-CSF 7 4| IF AA B el L al i
o T 20 Bk, T ELAE SR B A0 U6 ST o An A G-CSF 4 F R %
ERENERMER AT,

3. R LRI EMALRER, BRELHEELEAL
MHmL, TAABTHEENHRREDA Y. HE

-12 -



CsA Befh, BN AFEA A H—ZFHN R, — RN = E B
+ — B E RS AR, R A AT

(Z) BIAFIHHE AL BH a2

DI A BEEDW G EARBEELERT, ¥
NA+8. +6. 13 SREMKRFR. —HRAFLBENLE LR
FMRNE S, Wae A —THE, TUEATHK. —RHFRE
TAL LR FREH A B3 X IST R K. AR
WAZB ) AN B NIZER 3~ 6 NAAT 1 RE MW AR L F
A, R AREE LT RE L.

(5) HEAH NS PNH 51409 AL BE 6032

TE AN B m il 2|0 & PNH SL %, B F 8 40 R,
MDA I, B R A A o kAR R R
FHAE RN . A X e B 3 o AL FE R T PNH J2 4 By
AN B, (AT PN SRR (> 50%) KR v s JR & A 4L
TEAREY AA B H B H ATG/ALG J8797 . AA-PNH =t PNH-AA 4 &-4E
B WIEIT UL PNH £, FEBT AA, 35T PNH I #H4TK
A 8,

(k) 572474

1 EA%M (CR): MR afE g >1.5%10" /L,
t4rA&E >110g /L, Mfm/ME>100x10" /L, B4k
t/MRERE, 4R 3ANA L.

2. Eh4-4% A8 (PR): "R 4m B 4 348 > 0. 5x 107 / L,
e >80g /L, Mm/MME>20x10"/L, B4 KD
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IMRARE, HFERF IR L.

3. RZM (NR): Kik%| PR & CRATHE.

f. #BisEH

LANERERELETAREEZER: (1) SEHARHK
FRRSRE; (2) 8 7 EHE LB S8ay T UE S E
B ak; (3) BJLAMRIAETR, WREZH EERLKIED
M i &

2LNEEERESL B FRER: (1) LA WH KA
RETRE, FEH-THRERHD B AR THE; (2)
LREN RiEEXEERTK; (3) FEERLIEALEN™
R KO MR A

M. LEHAESEADSITAR (2019 4R ) HEF
EERA
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JLE AR M2 T TG (2019 SEhi0
S HEERA

(R KEEHF)

gk: TXA
A . alEE. FA%. EF. R



