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RRER 2 B AT BEIMIK R G0 AT AL R Ge R 8, DL B S0AG 2 I B L 09 2R 1 4 i B (o R
(G A (M) o

R X R MR H ,—E LR A AL, PZIZL4 L (reticulocyte,, Ret ) 2 - i 2 HE
2T 2 i 380 S AT 0 L o B B ) 4 S MR BB 4T R 4 A ( mOxd 0t P A% ) A7 00 IR ) 2 1L
PWiEEEE L.

DH N ERERNELER
A #: WBC 4. 82x10°/L,RBC 2. 9x10"/L, Hb 52g/L,PLT 336x10°/L, Het 26% ,DC
N 69% ,L.24% M 6% ,E 1% ,MCV 60fl, MCH 254pg ,MCHC 264g/L,Ret 1.2% .,
RFFTBE AR, B (+4)

[ E1ER 2] %125 B A e 445 A T I R 7 7

BEg:

L BE I AL Ret

(1) %E#H RBC Hb & Het #{IX T IEH (B E T BR, SUA T M. X F— 13 MEH,
T EXT AR M AT R B2 PPN PR AR BE S . %8 MCV \MCH }z MCHC ) 8 3% T 1E % {51
[E T BR,Hb #1 RBC R #0(62:3.2<30:1) s ik, #4878 /NI (2 3R AE AR 1l . A8 3% Hb 52¢/1,
R BE AL, AAE RN AR AR S R BEAR Y A, $RAR B MR AE I K SRR . RN Y
Fe B RBOE 5, AT 125 HERR Ret Ui 20 i) B BB LT 3 2 v M 500 , L0 40 21200 M 7 AE W As PR 28 1l
A FERFPERT M4 ;51 & Ret T i B BELL R ACEEPERS AR AL, 40 & B Sy PRV L3 1l 21k
I 1M 55

(2) /ARG R P B il A I I/ AR T 5, 1 5575 188 M 2kl i B R A i, dfi /)M T AR
TR

(3) A4 At il =5 (A ) 95 1R A 3% it o328, B8 RE S B3 L 49 9 BRA J5iT , LA T 25 I 9 1l i)
PERAE A . I R Ge e , i 2 HAb R g 4k R 37 75 ik — P A B HES .

2. (EHH B KA, JC K AE A ML, JC SR B AR RE 8, (E W i3 (++) B8 M R
PRI .

; % I
|

RIMZEiRENERED

B NERER\AL MO FERERKAR AEERBEERNMLAZ G EY
ERETHER I G. AR AELR.BKEARE FREC ) KB BARERE A MLE
B AEN A AERER N, EE R, ik AR R, E
GWED AR M(E L THERYE 3 DA D RN B B R b A 08 B &8 B R
T EAHMMEE B M E R K% AR K o E B A B OR D B, BTl R
% MO EAREHME HELAREERD ARLUTEZRAYLR, ZZ RV . Bk,




s—= 7 a ()

AMEARAM AN ERET—EXZEUE

RIMEREAE SABEAL AhtBE(AEIRANSHLER) A0SE
AR TRNEE, AN FEE THNRE, RARDNEE O R BRI
EEAGHADHRERT IR, RO R EER NAREFER, UEREA R

B RAHRERTARE K2 EAhERAE ERANERFLEE EREERT
COURE EERABERER,
BB 2 R E N TN € 2 PR A MR T 3 At B 5 1
AN €20 22 P43 I TR A5 3 L T« e P 40, M6 4 1L, R 40 L 9 1, B 7 1 2
PR PEA i (MRS I ) , YR AR,
GEA RIS T e TR AT 1L, 955 R W A N 2 I, 7 — A AR A A
HESE. (F% M 8 AN A TIT BOREE , Fo /N MRS 6, 2% P38 A BB A0 , 75 BN fal s s 5
s Mk B A EPO KT P ThAE A BESRIZR A, (B 1-1-1)
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SI{ SI} SIIE % SIt ShJA ¥
TIBC? TIBCIEH/4 TIBCIE % TIBCIE# IR A
1375 ¢3 ESRt,CRP : JiiEAR: 3 HHEE g
R 1L REALRE Lk Bgefe ﬁ?{ﬁ;’;’z
SRR AR 5E | 3
%ﬁgggmm
R R | | SORLAN
WERRN]  |paoiRmeR| (BRI

407 FELRAE
I EAR: A=W

111 R ER MR MR EIZET

TRE A R R R R, A T A R 2k 1, BE 2255 B TH AL T B0 5F IR AN HEBR
THAGIE AT o e B T S B Bk ST M, L W] B@ A 3T 1M (ACD) , ACD FRFBL N /) A M i
BRERIM . HHAPI2E, E1T L2 K.

| R M5 bk
A I &4 7= B E K R AR
TAR: A=t 3 3 <B0g/L | 30~59g/L . 60-~90g/L | >%0g/L
1L B mEE | ®E | dE i

3



RMKARs %
Ay MCV(fl) MCHC( % ) 1 R

R0 M3 i >100 32 ~35 B 40 4052 00 £ P 4 20 490 fifg k4R 38 A
PSR I B Rl A B 2 A R

1 4 T A I 80 ~ 100 32 ~35 T4 [ AP A 1ML o0 0 40 A A 7 1
AR I B I R P A AL e 2 a1 R

/N IG5 3R T <80 <32 Bt 1

I SRR 20 P # 1
BRE A 4 AR A M

T MCV , £L 40 ffa P 348K ; MCHC , £ 40 -1 1f 21 28 (1 ¥k

IER M & RHLBIEE (F0) f5 B RY 53 2€

(—) “Z4MERRD HER

OEMAERETERATZABR S0 M0 EhEAY EhFEH, Shmpassi
i T B R T A MRS R M, 1t G A e R e B R 4 L A
B 40 e i 5 v Ao ot 40 M A B B9 B T (R FALBE ) 5 B F 9 W 0 T 40 M8 B T (stem cell fac-

| tor,SCF) . B@BAK(IL) H-B2HAKERHE T (CGM-CSF) kL R K ERHE T (G-
CSF) .41 % i 4 &k % (EPO) (i /MR & & % (TPO) e /MR & K B F(TGF) M B F L E F

(TNF) fu THE(IFN) F E A BEBEF. s BEHRIEE D HEHEE .2 . R#UARSE

 RMRABEME WELE B BAEECIR BB L) KB A )

o RBERPHNE—MHRAEREB TR IR OENLERBD , HTRAER M,

L 3 048 0 57 % BT B A o
(1) P4 %55 % f (aplastic anemia, AA) :AA B9 X /7 5 JE K Fo gk & ty 3 o T 4 48 A

 RBEA R REMERHEREE(ELAEE W),

(2) 441 %9 8 4 1% % A to (pure red cell anemia, PRCA) :PRCA 245 # 4 £ i fn T
HMARZEATRANFEAF Y NRALEAR AWM RN ESE LA RRD ER I, KIER
B, ZmTaheREMEREHE, % XM PRCA B Diamond-Blackfan 45 4-1E , # 3 % fiT
B;EAMPRCAGERERL HRAFALE, 20LT7T0 FRUK, AFHFRABLFELY

| PRCA Mk & & & EPO s 44 e ifk. 4 A1 PRCA 2 EA4 K4 fnt 5 e

*B(AEAFE WP REFBIOFRFES) BAARAHAE KO HREAEK
RAXB(WwREE KEE ook Calonms) FLBEEASHTBRMEER
MAB(WwhnBAH) URARELRERARS, REXAFABFEL FE, 74 PRCA
ahEER BEH LB (EXE)MEERAR,

(3) e KMol k7% %4 Mo (congenital dyserythropoietic anemia,CDA) ;CDA Z
—AREU LA THARRUETAEREHEAG U Z XX EDFMBERE HIFEHE L
MRM, REXEFR, ZR T2 NELCAREREAEHRER,

(4) B ARG YT EMER: 8 F MY LR T % S (myelodysplastic syndrome,

| MDS) B4 KR AR SRR E S R AT AR

TR Y GHE KL, EZE AT HZEBm, NTTEERRBLIHBRRD A
AR o




g— & ()

2. MY REHEA M

(1) FHERARZRNE A L. FHT A FHAEN . PHELE AZTR . &
MMM RFNE A AR AR R AR R Rt B M R, 3 7 B BB
R ot 4 B0 5 (A T 451 45 3 o 40 ) T R e ot 40 B A K, S BCA

(2) ke AR E A . THARE i TR A EETHREERY
(FAF)H(Fo)T 40 i B F A 538 oo 20 BB 1 70 6 1 oo oh #3238 (AA) . B 4 Ml oh fk it
TELEFEHEEE H AR TR E AR PR E DG RERB (LR TS
oo 48 ML) o

3) EMEFEFATAETEA L. FHRTL . ERAFRRGERTFRE
HTEFEEPO LR AR, WERRRRELRERELFRIATERS &
TNF.IFN RfE B F & AAEE T, KW 4 Eh, $ R A, K F KA hepcidin &
AHRBEPRBRUAES DR FLABERNEEHRR, R A KA 0 Wm D, R
B % gk B AR, #5 7 , B S 3% 0E B F 15 % hepeidin 236, £ 1 3 3 B 4 R BB AR, B &
2 F| &, (8 M5 A M (anemia of chronic disease, ACD) Bl & i, 2

(4) & ofn 20 08 T U HE BT A ;A A AR B MR M BB IR M fn 41 & & JR (paroxysmal
nocturnal hemoglobinuria,PNH) H“ X & X %" :— F PNH FH & mw &y, — A Tw
BEAFHEFE M AEEA T, AABFE Moy RoE EE 28 M 40 M08 T &

3. FR A RERAHEREA

(1) HBRXELZB,ZRFAAREBIEAA D TEFAEERFEER T HIGK
HERRELEFE B AR Z R ARG RN ES A A, RIER E¥ LR
Mz —(FRLEAEE ),

(2) skl A EEEA L. XEER ERE AN A I, Re&FkAA RSB W
W EFLER . EEFERZE A DA MO FTERFFHAd, F XA by 20 40 LR AR X
INEREERYT A BT ARRKEZERAD(FRAELXELE —F).

(Z) @At R n

Bl ¥4 i 4 44 1o ( hemolytic anemia, HA) (# LAZEH =47),

(Z) kR

AR MRFELADEELAUREE, RELADELEL P EX, RE X MK FE
4 W O ot M R R (A R M AN AR IR D M B R ot A e R I R %) AndE Bl KR
(s AR XAET K HEMERZ R AR UMREERAERFSF). BHE
% i A o 7E £ A R Sk M AR

[ 1S 3] ARSI, %8 E R T AT IRk A 7
(1) RGN B s MBEAE S K EfRSE HELFRREREERE LS.
(2) ZHEEKRE,

(3) ¥k .

(4) BEMmIhEE.

(5) BREWF+ERY

(6) EPO K,

(7) il =T+ P,

(8) HFEIREE.

(9) IR#EM.

(10) WikRl &L, BEREHER+MEREY .
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ARG —HaE

l. sk AR il B bR, RAE L ; AE g RSk Sk & S8 o R B % i #F )
REREFFTHRE, REKE A H0aER BEK KERELT KFRER L LEH K
HERRBE  AMBEEF AN 2 IR E L, CBB8T 5,7 —F, SR B ;AR FE AKX
FRE  FhRFPEAEMARRE R EER L.

2. hiteE EThARE HABE LA TR BFAF ALF ARTR.Z4,X
AHOERK AAREE, EEE KO MTFRER, SR 2 K/ 5 5, HKLE
L R RS T RBAE, O XY RS, R EHER, L TFREKN,

3. FREHhE

(1) S ¥ RILL BB K DR — A e h £ R G RE, PR ERY K (B 1-1-2),

(2) BFH:RFF, k(=)

(3) %tk FIB 4. 6mg/L,D-dimer 580pg/ml, 4 (-) .,

(4) FFEHREHEF,

(5) s =3 .vtdf 12. 75ng/ml(5. 31 ~24) , % £ % B,,427. 00pgm/ml (211 ~911pgm/ml) ,
7% € (SF) 4. 60ng/ml(10 ~291ng/ml) ;4 v9 37 . fo.i5 4k (ST)2. 1 wmol/L(5. 4 ~28. 6umol/L) ,
B4k s 4 A (TIBC) 102. 9umol/L (40. 8 ~ 76. 6pmol/L) , 7 48 Fo 4k 25 4 A (SF) 100. 8pmol/L
(19.7 ~66. 2pmol/L)

(6) EPO 255.00mIU/ml (3.4 ~31mIU/ml) ,

(7) RHAFHBEEE WAV ER L RILHF 27.5% , AP R4 H £, iatk4R
B BERERKE R DG FEF BRATATH, EHELRY. RALKIR
—, A mmieA (B 1-13), & FE . mieshsk(-), &4 8mpe 10% , R LIRB L4
. '

(8) K AMEY , T EMXEE HP(+), FRR T HRART T L 940M,
HBEFRTHLO.6cmx0.6cm i H; AR REER . PR EEXHSBET L, PERALAE,
BELRRAREA MWEBATAED: THEEE 3. 25ng/ml(0 ~20ng/ml) , 4% & 1. 34ng/ml
(4.6 ~204ng/ml) , & £ 3% /% 0. 94ng/ml(0 ~Sng/ml) , #4432 & 199 10.33U/ml(0 ~
37U/ml) , #84% 40 & 2427. 1U/ml (0 ~20U/ml) , #84% 42 & 15313. 10U/ml (0 ~ 30U/ml) , A
W & k& G 4( HE4)54.47 PM(<150PM) , #4075 Lil ok o B ik ;B EH M
"X,

B 112 SEmEE
AL AR /DA — , /NI 32, e B R3R , PR XK



EH1-13 BERA
MR B R MR D R AR R R
A, BEERY . BIALK/NA—, LI/ R £

(5012 2

AMPLBERESHIMER FENADZFIFEE

1 nEAAEE DEARETUAEZALA L, AR THAARR D PMREESY
A, £1% 5 (MCV MCH B MCHC) K I 41 40 il A /N o4 & & B &, 4 4 it o 32
HMFALHREMEXEER, o FaAE YA EREN A CRERE, MELHMHT
HEERBEEHI AL (AR DARE)FR. SAALREF TREL BB M,
IMRBBEAHSHE A ECEREMRFARE.

2. FHithE wFEFHARRAFEMER. RAORRAREHARNEERE @

B W E R FRAREFMEDARNEN FERE ARKI PV SEM. |
FHARERTA MM EREMSRBRRENARREHARBRRE REARARFE

ARAZERE , REAMIMAEREHF REHRLETFNEAEO A, L AERF
MR AR, NP EFEEERRRDEAERT EH A S HALFHBRE,

. AMMARIFRE AHESKAUNRLANARBRICRENERAFTREEY
HRA M LETRPELEB, A PUER SRR ERFEHKZNRERAAE; Kt
MRAMEELFRE, AR MW 8RB REE M F B F . B Ak
PNH T ¥ f  FMEh RAR AN EnBRAN AT (W REE URERE HH0A
Bk EZEE) TERRAE(TERERAEARNET) BARAS(FEANRE S
HEREURENREHRABRAPAMRAAL AU AL ERARE.

(E1EE 4 % HE 2 Wit 47

B R SN s Bl vk T HEBRER AR 1 A= SRR A 7 (R R ST ML) 5 TETE Y S AR
Pefih s | B ARG vT HEBR B P g s BR AT L WO A B Bk g €0 25 SRR PR 5 A1 8 B 00 L BRORE Sl 4
B i s HFE DORE (EPO 7K B bR LA AT HEBR B PE BT ML . A SR Ak 3T il 12 Wb o (P LA 7

Y)W BRERPE S ML

R ER S EARAE, 2B E LR ISWT A  OBRERIEST 1L ; @7 LIl 1 ; O F 3197 ; @Mt
ATEE R

[ [B1E 5 )i BB & W J67 7
B 1 SMHERIT—EE M AY R S b
(1) #axtEhARR S, , BES 3G 3h , A8 7 Bl PRE , BhYEZR1E | B 2 BK .



ﬂziﬁetsa i

(2) HEEHM, B MRV, TRFFLLHM 2U fid: , B2 A iR .
B2 XHEEIT

L. #pERIGIT

(1) Z9PAhERIRTT - % B B R ™, 1 AR RCR A B4R, T LABR K ANER 8T . (1

RAFLE )

(2) BYHE:-BRASKFEERY.
2. XREYT  WHAGES, B3, BHEESEE R, HARSLE T E =K SR

SHAEIRTT o

: e e ettt a4t st i ot A sttt e e T el atey—ttiont e b =
| m

7 1 28 A 46 R Y

L A EHEERIEMB R, A EH BB R () /MR D, 5
ZRWRELEN, A R4,

2. R ERMUBBETAORA T HREARBER, IFARATHER L Z AL
ik EHABEEE FARNBREADEL L TRLN, R ELXRAEER M D
MERHTREE ATk REN AR ERRFRERNX R,

3. MRHLUAIESTT R AR —FERT, MZIRA MW EE, FURKET .

4 B4 Hb AARBEKACREFERILAMETALEN, EEENRRTA
WK E MGE, Ui B I ARE THRERMAEERSHERIL.

W E A SLAE SR b o 41 B B >90g/L B R F DL o s ofn 41 % B <60g/L B N R 4 o

1% &7 60 ~90g/L Z B it SAREE A WA MBRE OHREDE A LTRMEHE U
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 REBEEERE,
| m e L I S St L Ol ox ~ ST WL oSO SRRt Syt s o~ I D
| RimEasT

R R AT A R E X,

(—) MEHFT

BEWRRBER MR A EE MR EH, ANERTKEERARGHEE, A&
HEEH ERROLBHE EFAILH O A RS LN A DEE N L EM, 4 ER M,
REAAGRARS:; RUARADBEENAHA O R L HARRA DR, REKI L ZEHF 4
R 53R & 5F  f o, BEARYE AL B9 R B RECE B 6 Ak o 7 77 (0 E R /D AROR

§&mﬁm¢ﬁnﬁﬁmé#@%%ﬁﬁﬁ%ﬁﬁ%%ﬁﬁﬁm%%ﬁﬁﬁ%%%xg
 EAREEBNTARAETANEETMET FRALHET AARELER LS %

fir o JF R fn 75 BT R 4RI ST o
(=) *E#HFT
LT A M RFEINH BT wREBEALHKRETFERKNER R ES S

BAERMEHREIEEEB AR REAMER O RAEEAMFE  REURT 2 0

SERVE:;EOTHRRAFRRAORA THARBHEAARARKE(MR) BHRRE
B IR K i O 8 48 B F (4 ¥ K .G-CSF.GM-CSF 3 EPO % ) ;ACD X B 4 i %

- J EPO; b 8 # o R ALIT SAHOT s RRA R MR R R IH F A K4 R WA b

| FREm%.



M B TT AR AE

BA MR AR — BN N EDS M B G b A 150/l 4 fAK, £ 720 /L W E

BT, AnMEREH KEEY FARALETERAFH EXATELEA

B4R L. [BEEHANAKER Hb - RXARRTHLR, E—RIELTH

@d10g/L, kAL ENm Hb B (g/L) 2 B1K, & XA E 7% 8 ~32¢/L(FH
17.5¢/L) . ]

(#%4)
HN B YA ESR i

B 44 il PE T 1fil ( megaloblastic anemia, MA ) £ 4 M- ( folic acid ) F1( 5% ) 44 & B, ( vitamin
B, ,VitB,, ) it = , 3% Ifil 41 ffd DNA & ¥ B 55 M5 3500 B 8 #0410 J8] 1 4 B B 4 # 2F ( megaloblastic
change )" ) —Ff A 40 i M52 1M .

MR AN VitB,, 3528 DNA & a8 b i B S0 , B Z B i F DNA & RS , 40 A% & & i
JG FAMR , BB MK S50 R0, A AU K. SRS b E=RYZR, &
BEE SR IE N = RSB AN I E 4078 . AT, R & T BRI 41 M 7E -5 B8 B IR , B
SRIFALFF I . PHERAN VitB , ik = 58 W] 0 1 i1 S TR 4, R AL RS AER

VitB,, Bl = {ff [R]8 2f e 20R e 1k > 28 S MR I 7R A b S 0 32 BHL, 1k 1P 76 B A% ] 280 24 e s e 41
il 4 22 4T Y Rl NS 2 Bk, M S R AT RE. VitB, B Z Al B BTN BRI R A A RB%E
ek T ZBRAHEE A |, Ak SN R, J5 & & IR W IR IR , B A BIP &M BEIR , T B 2%
SRE . R B RR ) AR AR L 7T 2 Y A 0 S M ER AR L R, M ER R = A, T 5 | ] Y
AR E .

- BRIMZiER
BELK 60 Y FTIFNAARZFRAEALEZ A BRYhAEERSE, E6ANA
bR g R A E R AT R, RBORE BA LKA B Rk, M4 F KET
K% 3kg, | B a3 T % b E B 47 2% 4L RBC 2. 06x10”/L, Hb 82g/L, MCV 118. 6fl,
WBC 3.0x10°/L,PLT 78x10°/L, Btizikfk,iE 10 44, &4 A4 EERL, £HE
i AR ERE TR ARKREHE AL,
(B 1] bt , i 8 & e LA i ?
BEE 1 il g0k AR TP SL 56 SRS bR, BT R I IR AR G5 s Lt R G LV A
;.
FAE BERSPEAE M R A B A IE AN AR T B R | S R I 5 L 4 A B A o
o 2521 B MR 4 i £ 2 11 R 8 T S A i 25 ot Y 9 49 RT A IR 4 o 4 B OR AL . 4 A A 40 N8 1 I
B P9 ORI T REVELR B i B R B S MM R G im T fE A 2 40 w2 . Bt
TGRS JER RAE, 25 AT REM B
FBRE 2 [a]i2 A 7 {0 ] AL 4 o 4 2 P A 0 AL B i R R R
WREA KRR IR A ESIT , A X H BT AR S W B AR s . RS A
YR R R S R YN R R PRSP A B R i 2k e e R . A
BT .



(D) #—% # n

([EF 2] A WIwhiL T, T TP s 2 7

BB 1o (ARG 2 RN 3 R 4 0 A0 M e A SARAE

ik P AR, 42 B B RRTE AT, R R A5 T0 I K. IR BE R, R k&4, &
HOEH, 24 AE . BEEER. 0% 86 W/ 41, AR T A fih Bz o XU B2 B 307 BEAE B 4

B2 figheA. PLHEATINA M YR A B BESHr, W S KR R 1 40 T SR AE 5
PIZZT A R, T A R I S RE S AR BT O 5 A7 A A R ML B R R HUAS A, T T TG ol 5%
RRZT 2R LR M U | DR I o5 5 000 IR % VB, LT 7K 5 B Bk 2 HEBR B B8

|

|

|

|

|

|

|

I

|

|

: &0 R

, 1. s H+dik )l RBC 2.5x10°/L,WBC 2. 0x10°/L,PLT 70x10°/L, Hb 75g/L,MCV 110,
| P E % 62.2% W% 29% , FHE 4a N0 6. T% , K B A 5a BT 1. 4% , o Aok ¥ dw
LM% 0.7%, MR A AR, Aot 35 ekt 7% (8 12-1)

. 2. MR E 24 0.45% (0.5% ~1.5% ).

! 3. AL # ALT 261U/L(0 ~40.0), AST 311U/L (0 ~40.0) , TP 65g/L(62.0 ~
: 83.0) ,ALB 35g/1.(32.0 ~55.0) , ALP 521U/L(30.0 ~ 120.0) , GGT 33IU/L(8.0 ~57.0) ,
| TBIL29. Spmol/L(5.0 ~21.0) ,DBIL 9. 9umol/L(0 ~3. 4) ,IBIL 19. 6umol/L(3.4 ~13.5) ,
| LDH 4001U/L (80.0 ~ 248.0) , CREA 62pmol/L (48.0 ~100.0) , BUN 5. Smmol/L (2.8 ~
| 7.6),GLU 5. 68mmol/L(3.90 ~6. 10) , :

|

I

&

n

4. FF#M  WBC 24/u1(0~25.0) ,RBC 8. 10/,.1(0 ~25.0),CAST 2.61(0 ~ 10. o) BACT
180/l (0 ~200) ,KET(-) ,pH 5.5(5.5 ~8.5) ,GLU(-) ,PRO(-) ,URO(-) ,BIL(+) .

5. faiketER & VitB,, e iF etk 20nmol/L( EF {E>12. 2nmol/L) , f2 7 VitB,, 65pmol/L
( EF4E>156pmol/L) ,

6. FMBEFHE MAWRIEK,GC=45% E=48.5% .G/E=0.93 (4 : £z b4 f5)
). TRLE®RSEmie HXAAREEMIOR $ortamie, LA AEK, TLEW K
Eshsrmie, ARAE R BEERAR, EA@mETRLS SR,

7. RehE AT RTEBAREN AT EFW, TV RAEF, EREFW.
MRRAR, ALFF. AR:ALFF. K. BRAR,EFR EFER/LE AV EH
RME KEDT, BAKEAE BBRARER, FEDHT. FE . BBEAR, EFEHUE,
TRY EFRME BT, B : 20, A B4, BBARTFK, T30 KR
B3 ALFH. L RLARRF.

12-1 B4R M E maBR A
LA ARRIE K, h ke e it &



F-E R ﬂn@

B3 G5

ZRE RN EFE L, R, kR Z R RRR . I B AT R
JRA o i A 4 I 200 20> 20 40 i T 2 A BRSO, VAT 4 K. b T i PRl A £ 4 i A R
HR R Z 530 ,5 0HE 7% . BB, R RE B0, B AL TS, A BERMER,2H
HHIBE S AN AT I . R B AT S i ER A (E) VB, Bt Z BB IR ALE LRI . (HXF T
EAERAE A L= ZR 080, X 2140 AR SR TR R TR e A S LR B AE AT R M
BRI B T R I MR

K 40 R BRI R 48 3112 B

I E4hmptt Rt % % et B A () VitB,, 5k Z B7 B 48 fg DNA & /& [ %% 77 5] A2 o
WHRBERBEAE  RAASADTEM ARV ESERE N —FAEEER D, THH
wERfo () VitB, B Z IR A RGN E R LA REREER KA,
2. F i+ R Y % 4 1E (myelodysplastic syndrome,MDS) MDS L& e % £ E % 3, 4
AR ERRPRUEBERREAG SO AR. AR RETER T/ AEM N — A
| BERRMEREER. RASMAEIENALEE ALY AR S RN ARHER
HOEMARAE DAL ERD, FHEA(F)AALTHEERES AR S, 40% ~60% &
 RaMEtEERY. AABERARE O MRELRK. fE R VB, K P EW,
| 3. KA L Ab FEXADMA DN EIEEREXAN. HP o aoxEEnlE
4 i (autoimmune hemolytic anemia, ATHA ) ¥ [F K & # it 3 B+ Bk Z T R I A A 4 M #
R, EHERARENFOREGHRER VAEFL4NE L @MATE, 5] £ 288
LK B U LEERAREOREMEE, RALZARSAREE.

' : SEIXNZER

A8 %4 & S 4 ; d2 ik 4 4 LDH 400U/L (80 ~248U/L) , IBIL 19. 6pmol/L(3.4 ~13.5
pmol/L) ; kAR ( +) ; do 7% »F 8% 20nmol/L( iE % 4£>12. 2nmol/L) , f2. 7% VitB,, 65pmol/L( £
F1E>156pmol/L) ., B4 EARANLARFF .

FHAEFHMEL . FHE AN ZER(A 1224),6=45% .E=48.5% .G/E=0.93
(BB E), TRLEMRS e (H 1-22B) MRAFREEMEA $ 45w,
L ARBAESE TLAMEKES am( B 122C), LeARK BEEFAR, EEM
TS5 TAE(H1-22D),
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E122 E4HREEBEZR

[1B)RE 3] xR E LR 47
B 1 REERE R AL, Tl A TR ARARRIL ; 3 B = R, F 40 4 i

BUORAR , 1037 A AT WRLLA0ME , B2 R £ 500, i LDH FH3&, ViB,, K F TR, B #lid A 758K, = &
EL4hsE , ar W afi2 Wi VieB,, i Z i 80 E 4 40 a4 24 1

BEE2: VB, BRZJHN . SEMEARMERL 17 H R AR LY 855, TV 8%
B AR R , Vit , 5k Z Ji PR % 18 B A A 2 T8

B %) 40 e 14 32 M 12 B AR o
L ERZEA ORMER:QHAAREER QW ZERFER.
2. IBRERE

(1) A%mptEf i , MCV>100fl, - 4 ffs 2 AP EF .,

(2) papEf L ARFFRD. PRHBEEHEBEL TS (5 HH>5% K 6 *r &
>1%) AL BT RK . EF¥RBEHS.

3) FHEZAANEY AR AR, EH L BE>I0% HARZAEREB B A%
HE®ZE.

(4) A foAr s @i ViB,, 3l & (# 4 % 5 % ) <74 ~ 103pmol/L( <100 ~ 140ng/ml ) ;
@) 3w R ) (A 4 % 9% % ) <6. 91nmol/L( <3ng/ml) ,

L Sl 20 M B I P - R VB A R AR — B3 ) B ] R T B 40 A i 4

A (F1-2-1),
#1211 E4HWPHERMNEE

(—) Wgk=z (2) #AiirtE O RUETS 3 B S FLBE TS
1. AW (3)- 5% (UM 25 B e 245 . F (IR 08 | 2 i i
(1) BEEAR(RERZ R EE) WE AP R ek B , S5 2R 4 30
(2) P (4) FeRME(BR= 5, 10-F BEEL PO SR JF A )
2. WEERm 4. ZRWZ  MwEN
(1) YR K3, (=) ViB,EkZ
(2) Bah)LA K REFLELRE N L B
(3) HURBRINAETCHE , V6 PR 2 , GHER B e | (1) e R (ayhivbaiEs)

S iz R (B2 BSR4 B ) (2) BERb= (E5HME R ELEBIBAE)
3. WO A 2. WRCH RS
(1) =hHFEAR (1) BEFAR(EHRIS B VIR




2% # m@

VitB,, X 4 4 BAB M BRALE EHRRF R ELMED SR AL ZEN
MERMPRE G HEL SPPEREY P2 EEE. RASX VB, FEE 2~
Sug IR AKX HHBEERM ., AKAMAES~Smg 9 VB, TH3~5 £ A, @
 FhRA VB, W ER L, NEFAERELT IO~ IS FRERHE T THA
VitB,, 6 =

s !

|

(2) HETRS (8) SFME(TCI BZ) .
TR (AN B T k) (=) 25l DNA 2R |
B 5 JR  e SR 2S ) LA R l

(3) @M LIS 65 SN | 6- 19, NG | G db I !
(4) FEmES 2. BIEA R :
N K (R ERTARBOERE) | R, 6L S ,
62 R 3. MR A A |

(5) EGES S, 5-JRUR W |
#&4iE ( Crohn %E ) 4. DNA &% |
FAREIG SRREIR , BT R !
TR, B B, I 0, SN R 5. Jfh :

(6) BHHE T SV IBS 2 I 5 K FLBE TS FALTA |
(7) KRR H, A HLR = DU .
|

|

VitB,, 15 g 4% 15 !

|

|

|

|

|

|

|

S

R HREBR A AR, F N AEEB KL, EHEETHY T, B LT L EL I
HEE AEFETELESR, INF R TRE TN R, AKTELRTR, LA
KEL YRS, % AL KEE 5 200 ~400pg (2 43 F17% L4 400 ~600pg) . 1 1 7

BiEFEENS ~20mg, THBRAKLNA A

([0 4 ] E4h 4tk 2% M2 8 , Ane) 6 5 - R A ( ) VitB, ik = 2

BB WFE A AEAEM RN () VitB B Z . LT VitB,, FI BRSPS s 2 Wiz
5 MU B AG2E , (RW BR R &, 45 R B . D2 it R AN VB, (A =4 D B T B n] 2
MJrik(F12-2).

&1-22 UHER VB, R~ 9eie

FRER(OMA)  GREEERER
- (IE%,70 ~270nM) (IE#,5 ~14uM) IR
W Hm VitB, it =
AT REAEAT I R Z
EH W R =
IE% E# HEBR VitB,, Bt Rz

B2 WIHhH R K VitB,, = R

BN T 24 K i 6 T B0 S8 s/ IR B = R RS | A% S e i R A
20 R T 5 R i R R AOAS R, S (R DG s, 2 RE T I R Bk Z R . VitB, B Z BR R
BEMBEAARRE RS, 2 W F B 5 TIBRAR (250 K BRARE A 5 | A MR e o

e F T PN

13



(D #g—= 2 n

1. 85 WA TR B A RS

2. Schilling iX% WERAFICKIA) ViB,, WYL R, DL REbRIC ) VitB,, W Bt , B
VitB,, 5= S A P F 8k Z 58 B WA RS, BRI B R AR L, B Rl RO R4

3. BEA btk AR FHUART I AHERR BT I

[ 161 5 ] E %h 40 Mt 32 i 4n o] #3577

540y 240 M M B 0 A R L AR 8 B, b T R AN (B0 VitB R % Bk AR 3R AT, X 4
AR LR R B Ah A o X W W R B A AR S U kb E 0 R A (5X0) VB, [R] B 3 57 A R
F il B A

BB : BT REIT SITROFE .

#MFE VitB,, 100pg, BERK 1 W, LA BB TS (56 1 ) ,100pe, B8 1 W (552 JAJG) , 2l
RALIKE

HEFRIGITH A B E R DR VitB,, 5 ~ 10wg (3 WL B9 AEAL 75 5 4 4k A5 2 i 70) 2 70 o
VitB,, T B AT H W) , WA T k= SRR iR & , T A AL 4EFFIRYT, VitB,, 100pg LAY
LA 1 K.

E4h3 4 T VitB, M ERIGYT G, 48 /[N A hE R B AT 2503 , B 841 40 Mu B 45 vT 7€ 24 ~ 48 /s
AR IEH , LA 2 ~3 KRBT B 7,5 ~ 8 Kokl 55 1 R 45 sROms £ 40 ffa -4 i 21 2%
FE R 40 D L 2 9% PR, e P 4 P ot/ e AR 85, 249 2 A4S A s MR S 1E (i
REAFRUBRT)

RBEE 2. i RASRER E 5 4 40 MU 22 i Dy - BR AN ( 5R) VieB,, il Z BT B, f 8 o R 3o [s)
fEA VitB, i Z & AT I A 22 R G R, S O B R R FE, B R AD FE AR A Sme/ WK, B8
K3, BEMBFTREWRE, AHERGERIE Vi, A &,

EEVRGEBR 4 VB8R, 2 REEMME,l ABERER, FRAK KE,
Z fE KRB, fF 7 RBC 2.29x10% /1L, WBC 6. 1x10°/L, PLT 134x10°/L,Hb 89g/L,MCV
H2Z M, 2AAEEFERBLA, AEZLFHAALAFT. BAAT LRI MALLE VB,

WL
[ BE4BIRHERINZEHE]
3 M5
ST 4
2254k
aie SR T
ELEGR > o TERE | meEuR v [ (LR
3.1 A=A 1L
20 RIS 4
l*f‘&\ VltBqu:F ﬁi'ﬂﬂ#ﬂ
4 BB iiigmn o
IR | LAY
PR
(FHRE)
SE R
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| 1. Ronald Hoffman,Edward J Benz, Leslie E Silberstein, et al. Hematology ; Basic Principles and Practice. 6th ed.
| NY :Elsevier Inc. ,2013.
| 2. 5RZEE,Bh. MBS BT bR, 55 3 i dbE Bl L, 2007 :12-16.
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3. 5kZ g, M EA, BKSR, S MBORE. 58 2 B JbET: AR T4 Hi #2011 :319-328.
4. Smulders YM ,Blom HJ. The homocysteine controversy. J Inherit Metab Dis,2011 ,34.93.

ST Bk

1 240 M BRI 22 T £ AR T BN B I PR O 378 AL 1 9

RN B REACEZRE S TR IE H G ML EY) 5 ~ 8 £ , {UA L0 40 R IR TC 58 I PR Ay 9% L P05

wMYER A RIS WT. TR, e P EREHF ML 2 TRE, 8
ARVER I BT LLAMIEES , 70 A BRIE AR BRI 21 40 M 7 . 5 2 9 1 #8452, 438 i 8 P Lo 5
SRR I BT, 20 Se K G A% ) 1 L JG K (BRA% ) P I ; 2 T SR AL, 23 A 40 40 i B 5
(JBE g PR 1 96) 57 0 (LU O ME (PLik AEWRE R A1) e b g B @ IR WL S 1
) SRR ML, ARS8 Wram I T LA O AR R A BB — i AR DM, X R
I0“A" R R EE R 88 R B A FEAL G2 8T

Is &K & Bl
EH LMY TR BELEEG 2 EFHESRALIANAA, mE2 A"HITAR,
AR, EEANEAREABEL G, 282, HEF, FFHECH . AE, L5848
2, REAM, RABHE o B EREE, SRR ER, 0% M. WBC 6.48x10°/L,
RBC 2. 6x10"/L,Hb 86g/L,PLT 196x10°/L,MCV 84fl ,MCHC 346g/L, \“ & H BT " F
A RARAEEFG TR B A T B, BT 2 AR, MERE, 2 AW Lk s R AT M m
& ARANELER R T8 & REY, SATEE 0 H: WBC 10.38x10°/L,

I i T T

RBC 1.6x10"/L,Hb 49g/L,PLT 168x10°/L,DC:N 69% ,L 24% ,M 6% ,E 1% ,MCV 9411,
MCHC 332g/L,Ret 26.4% ., Kk Bk £, % %R, Rk &2 MMERF , XEEF K E
Ak, REKRRE AFE. RHEYD AREBBL AZHAE, T T, K&, ZA L AH

%o ER.EAT R, RAKCEAN K ARZEXE, EEFRK, MFREHRH, £ 98
RIG o SRF TG T ARE, T BAKM

() 1) B H T BEm iS40

BB BEAER ARAE S e dRn A BRI, 22 UL RS R TRUE SE A A

B2 UM, FMARRE T DY I 5 BT A A0 A0 502 < TE 40 IE 6 3 S

BRg3: RESIHFHAMANMFH . WBC iHEus 8 , (HA 2K IE % s i /MR EUE R .

B4 FMEHE. BEFER, MRS NA NS HMAREE R, RERL, R
FR MR (R AR B EAZRME) ., BEFARWL(ERELTREL, 5
1 M FRRATT TERL) o AL Ret Hofil 232 7, HAE PR @I, JUBR B e, 3R i e
i AT REPERE K

(/G0 2] A B wf e Wy, T b AT R AL ke A 7

B AEERMERN. M (OB KK) (-) s REM+EiAE: RBC 0 A~/HP, JRIAJE(++),
PRIBLLER (+) o

BB 2 AME LR B 0 A A TC il ol 240 0 B 2T A T A ek o ORC R IR o] B S R
IEH s AP AL AR /N — RS IEH , R WA LA .

RBRE 3. FERA NI AT . A M PRGN B B TR A AR R AL B
SR AR LOIBETE, & 48% LIPS gl £ B SR RFH .

B4 W R MED 0.

. R REMEL A FR Ty 15 Ko

e e Eo®
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2. LLHMMIREIRTEY) i AN I - IFSh Ak - ALT 28U/L, AST 34U/L, TBIL 36. 8 wmol/L, DBIL
8. 2pmol/L; FRA L : IHELLZR (+) , WF ML (++) , PRABJEL (++) AL : FEMEE (++) o 10 PY I ML«
MR TCELA AR 5 i 3 37 25 1L 2146 1 38mg/L, £5 5 Bk E 1 0. 6g/L; il #f 5. Opumol/L; LDH
1020U/L. LDH [/ T_f : LDH, 540U/L,LDH, 366U/L. JE Rous X3 (-) .

3. [EE B REEIFK,IHEE LS.

4. [ PTG AR 20ng/ml, 4E4= 3R B,, 668pg/ml, K I 288ng/ml, Ifil i £k 26 umol/ L.

BEES5: Lif BB ARME RA KL I A A LS R, ML AN 173 1 2 Wi T

B 6: WiERLEREBRGERIFMER M. BENFER, L, REIEHR,BEFX, T5Hm
s ALY RS AT S IER T WA YR B MB R MSmE ., e RXMERE
M PR i AT REHEAS K

BT whE L .

L LTRSS HREIN 2140 M98 3 WM S 5 < IE W JF ARV 1ML 0. 44, 58 42 1L 0. 32 ; FRF TFF
YAV I 0. 48, 5E AWML 0. 36, afk Hilif3 AGLTS0 140. 00 #.

2. BREERW LT E K, AR IR XA ; L0 RS RR AT 4E R Yk, R W H A S
L4128 i HBF 0. 021, If£0% 4 A2 il HBA2 0.025,

3. SbJE i (R 40 M L £1 40 ffd ) CD55™, CDS9™ 4ff i ¥ <2% ( FCM) ; Flare i 5 : £1 41 fifg 1N %
0.20% , 11 %1 0.49% , 1 %1 99. 34% , $r 41 ffu-21 40 i PNH 72 f& 4. 29% ; Ham 5256 B ; i 35 95 1.
T BH A 5 20 40 b A SRR BA A s AR 3] PIG-A 3£ .

4. HhJE I Coombs 5% F 2 Coombs 336 FH: , $it IgC(+++) .

5. [A]4% Coombs 1T BAPE ; ¥4 %5 350 S22 P 1ML i 30 4 B .

6. FCM A5 52 41 i (CD34" [CD15" [ GlycoA™ ) i B BHHifAk 1gG . IgM ¥ (-) .

7. BBk B SRR R % .0 B, D Pk (3 - A SR A i AR B R, T I
T AT R A )

B 8: 4iaN s AR ARE RS EES R B ETIZ N B 5 R I 7Rl ( auto-
immune hematolytic anemia, ATHA ) (IgG %) ,

7 It 2 1 4912 B B B

AhEA DGOSR AL, A THEERE EARRIARELR ERHE,HT
B oA, B HERRE"(H2H) L EMETRI KB RBETELZ, EHLET,
“AMTEARFT,HCORET, BRIV EREERER,

L. AEREEREL £AZEBRVOELEEXEA L, ER AL, FETH B FE
Rt 2 HARMELME". REERE ERSFTHERAREE A, TENOLF
ARETRAB THRAAC AL, EAR T TRLAMEAREARE At hEBAL
FH o

2. BHERADREEFAMARAERLARVARYE BOERAOFZRANLER

L EEFOXEHN. TAEAEARER EALEAGRE AR AR L BER R AR
‘ % % . PNH Evans %2 & 1E, LA B 5 YU6 A 5 00 B B & M 20 40 5 37 38 Ao (R ALVE oo ) 4 4
| By SR % b4 ot 4 0K 2 fE (immune related pancytopenia , IRP) , % it /& % 4 & fE
(hemolytic uremic syndrome, HUS) / ifi. # 4 i /s 4% 8 4> #£ 4 J% ( thrombotic thrombocytopenic
purpura, TTP) R X W ip Mk, A A A RBPAF KX ER LSRN BEOLTHHRK=Z &
MR P . PNH TEMAFRARAGTMEIA DN ERRKER". RLEHHRBERLE




C UEMEAREE (A EE L ARAE N, R EHE) AL THAK BTSN

g% # m@

FACHBERLEN AAERMF R AL BRER FHERARS 2 TR, ERKEL
HHERETRAARY MEY BV B S . hBERETRALAGR o Hiam
MR T2 ERER . F 4R EHRE B 5 %5 W bR T 3R M 2R
F4x 4 M

3. MERTAHMARR DL XL REBAROMNKAAR ZRALARFHEERET
il EMEEN I AR ESER MY (REE)HE HAAHLERRAONFEE AR

I

|

I

|

|

:

7 |
|
AR R AR AER T AR A AR E (U F G OBy ) RAHAHE |

| ERERMAE SHERKERAN, EERENL BRAREHHA AR HEN | |
R HATRMEPNHRIRP RHWBFERTRME, AREME KA WHRERR | |
CRANEESHREE AMME SR RRS RATR WA LR RREG R
MR EARERTR, EET LMW, :
4 BERFHEMUR D —BAEHEER DG, B — S REATRM,HFRT |
 RHBEEARMEER G EEOE RN RARZCIR/ LR B RE BB R |
 mIENR R, FANFREAA - QuaEE AR E(ALEENE) QuapsFrE | |
CTI ENRTRES TV SNCET P N S S S OF P
BEFRNREEA(HE FER.FLHE) ;@M LaEMAF =SB/ Ehmm | |
 RGEREHE(BA A, BEREROHE D EF UL AXETENRMLER R | |
HEWXHAMNERE, AR FR L EHRE EELENCR (T ARER ER |
HME) BRI R (R AR E SR ) , BB A 5 |
S RELREREREMGR D RRBMS, WTAERT, o RREALSH | 2
ST LSV IC VY] S SOLELES RTh 2 S AC Pr) ST TE N -
K MFR)F. GhFR ERGEEEDRE: RERREHK? TREREA £RE |
B —BAETHE P/ ERSATFE M EITAFRA; SHABRERE FRA, |
SHBRETRAERIME REAE S LR EERT SARRRE L THLET |
AR AHEABEREL R RLENUAHRRSTHRBLR AP RRAAK
BT BAEEBEREBRE. ELRRAXBERERALLTH. YH,EX | |
Bl R TS R AR MM E AT ERNRE (SR E R | |
R L LA AR T E R R R AR R R |
HSBEYEEROE R EHROE PR ROED P ERRBL OB FAERE | |
 RWEETIP SR MERE). ERERSBEAAANSLFRA RMERERREER, | |
GBRHEY, SHHEERERELR, AT L RITHE B K RA |
6. HEXMME AHERREABMGRMSE Nt —FALEBREREREE ||
AL KURFAERDSHNREES R, ARUAORRBHNFREDEREL |
haf OUERERE RN L mRY SRS RMIECEAE RICHHE RRESLE | |
W) A EEEE E(RK) EE B KB RARLE(PCRAF/EBNH)QuumBR | |
B (R ) BE A (RS BABR AL EE (PCRAAF/EELA); |
@RELAM:REAEOHR(LARHE) MR (REIMELABRR) 2 ®
| (HbAfo HbF £ & 41 % & k) R4 % S £ 5 8 (PCR/AF/ R B H) o REBRE | |
| RELR BEREBOUTFAND AL RERY/ WA/ RB M 55 (RR
%) &R G-6PD PK.PSN----- % Z fE (B 7% ) a X BT HAM(RES o p kit |
BWRH AR PERRFROROR(REAKEROFH RERGK S B | |
BRKB =/ DEHEFH) ,
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ERUBMMA MG LR ERETEATHAK L —ReMBRBBELNFRFRL |
FTHATHRE AEREX L X AR EEE “H " FATR, FRTFELASRE
F, - RAMEREEUAMAHARTHRE REREXTHARLE LB LAHL
F oMY A REREF D AR ET AR, DEEOR A DA R
HEEAIER R A E BE LT ESF NS EAKE AR, URF Y f
o S

Rz EWELUEERE L% EARK RENS G4 EERBIE, URE
Al RES, ERER GRS B A H % HK (4 % Coombs
R % % % Bk Coombs 2B % B %4 H 4 M Coombs X% . & fL/MIHK) , L
5 1gG/TgM/TgA/ B4 B AR B % R P8 it A 38 504K % IRP 47 5% B 45 & & Evans
GAME. B RER M0 AR, K3 —#HE L PNH(Ham K% R FR RSB M
AR B o 48, CDS9/CDS5 & PIG-A £ FEAM) MRAFAR B & £ EREMER
o (4% % £X % D-L k),

T HFHLERHAMY EREREAMEAAEMBOMR DL EAARNF
BARFHMEE Sk, %0 B 8 b2 0 o TR 5 T 88 F LB K R % 3%
77 &P B LM, T W Coombs RBIAMN H 4 A BMB MR, HERERBEL
WD, B A, A AR R W ERE, ERRHA, T AL
 RABHS AHBEED! AR RKFRARI T HRETRES,

A= ’ -t R

ATHA B — % B A AR R R AR FH N R R . RE Y S o mmA ke
Fbe N BAAE SRR ARARAAA, %k %% ATHA B4 (%4 80%) ¥ I 4t |
A, REFELSHER SRR, LR L AIHA BE W R LB NEEADH AR
R HEATHA &5 2 S, B0 K B AR A RERTURAM” AIHA §R,

(ia)@ 3] ZRFHAE .

BB BEAE A A4 H UM ( REHELLRER A IR ST R 55 ) 5 S B s o (It 3 1
il HEAENTC S . B B RFEEHURIR % B B Rt S5 ) 5 B PR (& 280 T ek gy, 4n
1 Yt BAZ A0 UG 2 AE N EEVERDZ 55 ) | 3 I AR G R C Anobk B 2R e A 1 B L BRI L
FIH LG A RS ) o

[ [GI% 4 ) Qfe] 3G 97 2

B PKEEZEE  RWHIZEIE, IHE ZRGIT .

L ECER MR i m RS SAHA AR AN, BT e E, IR R E
T A SCTC ., i i 56 4 AH A Y 2 R LD A0 KL A I T 45 T R R T SO R i e — s
ZN% B TR LR .

2. NS ERRE R EEGIEG R AR BR AR 0.5 ~ Img/keg (KT,

3. mifk  BREREHN( D AREE BRI -

B2 HHLHE :

1 2P i b B

(1) HEW EREME ARREMITHE 1 ~1.5mg/ (kg - d)

(2) B MR ROMOR JC R A 2 SRR, A e R LR IR ST R KA R R ER R op
0.4g/(kg - d) x5 K;Hi A CD20 B 57 R HUIA-FI Z H B (P 4) ,375mg/ (m® - JH]), %4k 4
JA o WRIT L AR E A SR | I e T e Ak B B B R £, 1000me/10 K, i 4E 3 K, H



fils, 41 CD52 L sg EHTASE

2. 4ERRIRIT

(1) B B SR - 45 ol S P i o, o £ 400 D/ 0L 200 3 ¥ 0 BE U, i el o, — MR AE
4 ~ 6 JEI I ZE B AR R 09—k, LU BT E S 4E R R BIRIT E A 3 ~6 M H . U 15% A
S0 T I R B U AR 6 T AR A R A i 5 40% ~ 50% 8 F KT /A IR SR AA (S ~
20mg/d) EFFITRL15% ~20% B FHOBTT AR B E IR BORMER 15% ~20% B35 B IR B2 IR
WERIGITTRATRL . B LI B BRG], R R ARG , s AR (Rs 55 L4
Medr B, TUBI 7K | P A SO L, S Wl 7 Al T Ty 5 2 R 5

(2) HoAty S 41 i 70 - I 20 a5 S RE A il 77) - R AL R (CsA) 3 ~Smg/ (kg - d) , E I CsA
W PE s 2 W LT (MMF, 582%) 2 4 500mg/d, 2 J5 1000me/d; 7 B B ShREHL . 4 a5
GeREMM T - BRGNS 2 ~2. Smg/ (kg - d) , FRBEMERL 1. 5 ~ 2mg/ (kg » d) , R E B0 #k

(3) MEUIRR : NBRAYTICRL, A LB R T 3R A% Rk | LRSI ot s 50 (i 1 i %
FRic B AL AR AR B AG 2 ) BT &, BT IR IRUTBRIG YT o (HR A 5 IR A Ak 2%
DR HEE , LI At 57 28 G 4 i 70 B3 28 I P A i I A A T

3. XMAESCFHASY  BCESUMLAEIR o JRU b AT ARG S I s 24 H IR A5 (R R T ATHA
BYAE B A i B A TR JRE B ML N AT A £ M, ARG 1 T 0 M A R R e s
AR A SR, R b

BRALA PRAD I - fREFIR pH AE 6.5 DL L FIH

4. PR ARG & ATHA G, Qi E R G A MR LT , 4540 441
o G RNRTT , IR P B R ALTT , 2% Al R kE PR T B 5

AIHA S RN ; BB eAg4L”  Jm s oL

By A ATHA B B 5 406w B 80w B, JU0 OB 5 20 40 B, 3% v o B S B oy A R,
4 A 38R ABO i &Y o K 16 & B . B0 R A By L 5 B e B A AR o AT 40 OB R K e
HE T #) A R A K A A T A WAL B, R R A B A B ABO i A 5 R 5 R T
BITER(E SR KERK) B, B ABO B W Em A, AHAHkA AIHA &4
WP EAERBLAES, THYNE RO LR, AFAFERES HHRFN L
2 Lt B OE AT K e, A R M R ] JE ot T R Y I B 4 U R R ot B R R K
e A oy o 2 BT AL R ATHA %24 oo 8y 06 B AT R o

(FFR )

SEI

- HRZ R, V. RO IS T BT RO, 565 3 R JbaT Bl Rt , 2007 :68-71.

- FBSR VY. LT 032 R B 2 WA RIE 5 SRR, 2002 ,1(2) 174475

. HRZEE, R KR, S MO S 2 R b AR DA A, 2011 :423-434.

Kaushansky K, Lichtman M, Beutler E, et al. Williams Hematology. 8th ed. McGraw-Hill Professional ,2010;
632-658.
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SIUY 2 BERR ST

T4 BERS 72 1f (aplastic anemia, AA) fRTFR P , 22 —Fh o] 6B eh A [R5 5 AbL il 5 |2 1Y -
1 I S REFEMRAE . - BRI N B B s i T BB KT | 4 i 0 ok 20 AN A L 1 o R R AR, B
FEMENIEIT AR ARIERE AN 0 5R EBER K TG 385 K% 4 R (SAA) FldE S A
(NSAA) , Ay 2k — i AE RIS 0 P R BRI A R A 2 N E R i (AR AR (VSAA)
M AA ] 43 R e KA Gl A4 ) FiE RAE(GIRIBHE) - IR184E AA RIB R &4 HHHiEHE
“kEPERE LM

AA Z97 5 R A B , BT - SRR B o T2 PR 38 B K B B Mk X B 2R R RO A
FA K RGAFVINN E—EBE T RT  AA B —4 5 KRB 5% TR LEOR A+ /5 K18 1 57
JEPE LE AR, AT RESE L = AL A« JE A RN 4k A M T i AR A Rh ) B L i R
BE(“ ") R (“HTF") BH L TR, ZEFEEINN AA B EBRREILHR BT R
1 SR 5 3 i~ EL 40 L B S A R S R 40 T B 3 i T AR A LR 5 R M AAT SE TS
435 AA FRIAEHE A PNH MDS 55 7] JE % Ifil ( Fanconi anemia,FA), AA & dhid 25 LAG R F
T2 HRE O E S WK IR 09 27 AR 2L 30 4 K AL G (A% o F 0 O R4 i B
B B BT B9k 57 TR R ZR . 2T AA BEER TR A LB 8E B IEdE , SCEA T 40 5% T iE
TUHE A UEDE o

I R 7% Bl
BEEFR2Y FE FRARAR BELG A h s 2 X AR, &5 4 X7
AARFEBALA KBRS I9.2C, HBRBERK, 252, BE L% E, Lk
& PRek, BIRCHEAIRAHHAR G ABRTREEF, AR AR —R, 2 X
AEBEEa  HERIH  AMRBKAEA L E ARTHRAE, £ 5EKELFEH: WBC
0.89x10°/L,RBC 1.9x10”/L,Hb 74g/L,PLT 11x10°/L,DC N 24% ,L.72% ,M 4% , T fa
W ABF FREAMKERE R REL ST 1 RENAR, &% #H:WBC0.75x10°/L,
RBC 1.7x10"/L,Hb 64g/L,PLT 5x10°/L,DC N 16% ,L 81% ,M 3% ,Ret 0.08% ,MCV 92fl,
MCHC 346g/L, %5 % ,#k#h AR T A EF , BIELFF . RAEKRE, L& HAHEK
Pk BB, R L A4 %k, £4.T 38.3C,P 8 k/%,R 21 k/%,BP 120/
70mmHg, & & & i, 4 & B AL d 8 AR BE, R AR E L LA K, TR A 5, M5
BEA e BB A, MR R RS, R A, SR8 R/, T FEMBRT
ARRA, T AR
(B8 1 | BE TR ZHT R A
BEg1:
(1) A BEER B B, R R
(2) AEARFARAE : ABR Y B th i 2 & R AEAR PR AR i, RAE. EER M, &5
B JK 76 L S i A B SR BRE , VA B A L, X[ R 0 R R o TG ¥R R B 45 B o, TR AR K, B R
Jo i -
(3) SCEe KA . 74 42 I 20 a2 , Ret L f5) B S U ARG, K O 400 . b 451 8 3 7 o5, R L4
il .,
R 2: 454 R FIARAE B SE36 S 45 0, w125 12 I o R 4 0l A0 MOk /D R AT L 1 R
U AR R AL, {H AN 52 2 HE R LA 4 i 40 vk AP 0



£ 1 40 AR 2D RS B

MM R R (Ao K38 4 o9 MDS/ & it PNH, A BRI B A A i B 4F £ . £
wEEnE SHEALERE FEDRENERES) ARG EHED KT (mFA,
ERAUHALER FELEGMEE) BARGNFHERAX ML HHRD E LM
EH ERRZ(EY @) B i#F,

1. PNH BAREADAEARRF, RA DKL (Ham) R 2% #E X KB
(Rous) . # ¥ 13X 3 ( CoF ) A7 41 40 i #MMA 8 & X % (RBC-mCLST) % M i, 7 £ 7], T &
AEADOEERRE,2BHRRY , BHTHEERK, Z R H AA,PNH £ F # &
s J8 it ¥ & H CDS5™\CDS9™ #y & & i 48 i (PNH 3 € ) . FCM X fie 31 & F # 10% W £ &
PNH 7 [& ,FCM 4l A % f W 75 % A7 4K & 21K (Flaer) 3t & 3. 4% /N PNH 7 & B 8% 4 77,
HAZ 4 fo ik f 9% 8 o

2. MDS MDS % & EAM(RA) AL MERD, ARLARARTHEERMK, |
FHETREE, XBF5 AARF, ERAARAROAR FHBABREEARE |
(CD34) RZH LT AL ECARBBRFE S,

3. HEAR KNG WA M MY A 4F Evans 45 A4 fo &, 5% 40 % 4 o 40 LR 2
METHURSA AR D ARG SRR EHETARBEARRRDBRY 8 Sk, XH
XEZTHAMBHEBY HEHYERRK, EAALRNA LBl P AR LAEET
KEBGEE, FHEL R AR T RES L R d &7, Thl : Th2 1K (Th2 4 A b 7] 3%
%) .CD5"B 45 Jf, th. ) 3 & , i 3% IL-4 Fo IL-10 AP &, R R E AF BB KHER
MERE A .CD20 3 57 [ Hi 0k 3 3R 8 B ik o 36 7 RN 3K 4F

4. A & 175 (acute leukemia, AL) 45 5| 2 & 40 R D A3 4 & AL, 7 4 A7 B8 |
HWEETHANEAFRRR=ZZFNARRD , 55 AARE, FARELRR FHLEH,
TRAFR AR (L) MKEARAEY S, 2R EE 4R 8 A i F 7 2 4 5
MY BB EHESFRE FEKG A (15;17)F0 PML-RARa 3 B 77 4 7 W BY £ 71 .

5 BEMHALEER FAERREEHR HTUERE,F. B KELHAFE HD
RE,2MHARRY ., FHUEHRETRIARFLLEM,

6. Z i i 3 f £ ¥ (acute arrest of hemopoiesis, AAH) AAH Z—f R M HKEFMH.F
R RBE, ZHEHAF - EFEH(RE . G LEFE ERFR EHEH
E):RAFHEkANLE EEAhARAIHERRB(EMARTAALHAR I AR A
) :E#RBFEAFAEXFETELEFEARAEC ANTLREEFETER.

7. FA FAR—#AERMETHAMRARERER, ZRSALTILE, AEEREKL, ¥
 ABEFUALWNAERE R BEY BEAFTTL2RBRA ERNES. RIERLRE
ZF(DBA)BRZAEX KB M, TRHEETEEE.,

(B8 2] T2 W , 75 R THR LG 5 7

BEg1:

(1) BhHZS Wi % #0 &% Ret(% ) : WBC 0.37x10°/L, RBC 1.57x10"%/L,Hb 50g/L,PLT 1x
10°/L,DC N 10% ,L 89% ,M 1% ,Ret 0. 02% , Ret 45 %}i 3. 14x10°/L, MCV 90fl, MCHC 338g/L.

(2) BEMINEEC-) .o

(3) ZEBAr A% R BB e A

1) f&E 1A F R VAR, R LA R/ VRL, K L 0B L ] 79% B AR W H, R WL E R 4N i



(D) #—=% 7

(A 1-4-1A),
2) R A T R DA, S A L A 88% [ TEAS R WS H , AR WE LAY, B BE/NRLES
AR i i 240 L C 9B ECS 0 P ER 4 A IS K 4R S5 ) O =, /IVRERES If 1T B <20% (& 1-4-1B) .

B 1-4-1
A BEEMNSB WEEHER
R EEEWR, WU = SR IR # , R LB BN, BB /VR s g, AR i 4
JH o ECL 0 PROPR A0 i I KL 45 ) 8 =, /)R I T <20%

3) BRI 3 A R A A, a0 4 A A D, B I 2 R A Al e ol A0 A 2 9 2 A1
)1 SUUR 3]0

4) AL F YA Bl b ORI A0 B B R B - P % 98% , PHYEFE B 168, A B4l .
AWARLAANM . WHIME:+++,

5) /NEEEHR: K WEAZYH

6) FaikiEtEfil: ER .

7) HMiEfEE (G BAFE) 46 XY,

(4) BBE40Mi%53% . CFU-E 18 ,BFU-E 2,CFU-GM 0,CFU-MIX 0,

(5) FCM #5358 51~ 8 41 ifd (CD34" ,CD15" Jz GlycoA™ 4l g ) B B B Hidk : i A 1gG/1gM
¥ Btk

(6) AhJA i CRL 4 i , 2141 Jfl ) CDS5™ ,CD59™ 4 i #47 < 1% ( FCM ) ; Flare i 5 ; 21 41 Jifa T 7%
0.30% , W% 0.51% , 1 & 99.22% kidiffi-21 408 PNH 50fE 3. 10% .

(7) ifiL PYI5 : -8 20ng/ml , 4E4:= K B,, 668pg/ml, £k 7 1 288ng/ml, Ifil i £k 26 umol/L,,

(8) WARMEIHEER A H T, T,EH ,UF & T, 2. 82mU/L, ¥ 5 T, 14. 97mU/L, {2 A AR IR 38
#0.24mU/L,

(9) JFEhfE:LDH 256U/L, Y IEH .

(10) FEEFAGM : HIV HiiRFH ¥ ; HBsAb( +) , HBeAg( —) , #ii-HBe IgG/IgM( -) ,$it HAV(-)
P HEV 1gM/1gG(-) ; E 4HMI# 55 1gM/1gG(-) , 41/Mi 3 By, 1gM/1gG (-) .

(11) g B RIRHUA : e BRE E & i - 156 \IgA | IgM | IgE 1[E % ,C4 J C3 ¥IE#,C &
HEA S52. 2mg/L AR REEE SYIEHR , JiEPUA (-) , PUAEE DNA(-) , 5T Sm $T SSA Hifk(-),
B SSB Hidk(-) , Bréiffarz RNP ik (-) , TSRS ScL-70 Hifk(-) ,ENA $i Jo-1(-)
HEEDUE(-) ,BXRHE F <20, FriEEREA ML E O 25U/ml, x 21. 3g/L,\ 12¢g/L,

(12) JEHE B A JHFE A8 B JC 0 8 5

(13) Ml CT: RS HEIE £

(14) 40 My S5 D k. 4b J8 i T 40 i W #% . CD," 82.6% , CD," CD," 37.6% , CD," CD8"



g—% 2 mn ()

63.1% ,CD,* CD,"/CD,* CD,* = 0.596; 4} J& 1. DC . #f: CD,,.* 0.09% , CD,,,* 0.07% , CD,,."/
CD,y, " =1.286,

BER2: FRIM, RAEES MMM, I AT NE, BEAAAR, 5% KL, L#
W BT R s, R HIEH o APJE I Ret B INAIG , 248 X UL, 40 43 286 K 2 440 i L 45
SETE AR IGHHEAN N . 220 B 6 4 7 1 A B A, T AR B B 5, R W E A 4 i,
/NREZS i, ARG L 4A MR 3 o 38 il AR e b . THHL Y0 MRS SR E % . K PNH 3afé, T
s A I M e e R S R W/NE AR A R B R R . B RETE R TO A BT 4R 1L, T L 4 S
JHERRAC , Toxs i JF R R Z. , JC H R BRI BB 57 3, SR S XU AH R Hi ik BAMATE 7% . B & SN
I $&7s T A4 i bt = E 48] &, CD, " CD, " 4H it £, DC WRELA DC,, " EHEN &, $ 7 40 il 25
T ik E 41 D fETTEE

BB 3: B R TR A A UM

|

|

I

|

|

|

|

|

|

|

|

|

|

I

l
5098 5 |
1. AA & Witk [
(1) AT 2 0HBRD, MR LA LA<1%, KEARARE. 0%

4 LR = 5 3 # 51 : Hb<100g/L; BPC<50x10°/L; o 4 i 41 il 4 %t 1 (ANC) <1. 5%10°/L, |
(2) RMFR:SHECTRATE) B LRERELRE A REE, FEmmp
(B4R FOR a1 R EA GRS WA B E R AR R RS K L E K
RARHABRD |
(3) BMBR(ER):AVAHARK SOARRD  WHASH(R) FEhmE
We REEOTH M AR EH. "
d

%

(4) R LR AR B A R AT 4k R M BMF R o
2. AMAMERHE(2E)

(1) SAA % W #7 ( Camitta 4728 ) ‘
1) Bofimii s E<E ¥t 25% ;> E%th25%8<50% N R FEMWEnmp | C
<30% ., %
2) fu¥M:FEETF =5 M F R : ANC<0. 5x10°/L; 4% I 8y W R 4 4 M <1% % 4
At E <20x10°/L; BPC<20x10°/L,
3) # ANC<0.2x10°/L % VSAA,
(2) NSAA Hiffre: kA 2| EAFRER AA,

|
|
|
|
I
|
|
I

(IR 3) Wil iayy |

B 1 LA |

(1) IR TERZ O , SOHG (R M 8 85 4 B, ekt BRI, M e B
K ELHER BB 505 FAL Rt/ AR S R 2 :

(2) ¥ RIAYT |

1) ARSIV S TP LT I/ P AR K KA B R S GCSF T
SR HE R T L% A 0 |

2) il R R A, O SRR SR 00950 TSR A AT
2R, I A BT 5 o R 0 M P A 3R T RN SR AL B B B
L2 20 P4 T £ B SR O BT 4 LI SO R
I Y S SO ( SMZeo) 7 , AN T B A0 2 R 0 245 R B R A O B .
KA B 2 3 9 U L 0 R O DR T R R B B
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3) il o FIORBEMZS (1L MZY) , WNEABE S HESF o & IR 4T3 M 13 i 3 T e
W AR CR(WREMAL R MBERLR) o KEFEHMAT A EN NREM. MWk
ML/ NRRRF /AR U A0 5 | A ) 7 A B

4) BBERILR T 24 HESH I A B 5 5 A 1, 52 BP 02 13 1 P 5 A ( G-CSF L EPO
TPO %) .

BUAAR AMERREE, EAE“2RE"  ERBANAREME —HEL |
REMBHERZRN “BU"EERHERAAM L A RM AL RANAR KM, B
AR AN 2 RS EBREIREBEEET, —ESH (A CEME) F# TR
RERFMBFENRES, —_EFHMAN (ZERRAMAD>) 5ER(ZBERBRAME
MERKZR S A% “FR"E)MEE, UNEF N .0 LB E b 20 0 7R T

R AN EO G RERURAANE RIFR;ERAAAEAR AR EFMAE
LU ERAE,

B 2: Hi2RIRST

(1) ZREBAR" HIEIT IR BEEE <40 & (BT[R5 5k , A 1 sk Ak i,
B S PP L M IR 40 i R 2 1 (ALG/ATG) FIFR M2 K (CsA) 3R ALK & e M VAT (immune
suppression therapy,IST) .

AA — B, EHMER P ERE, KRBT . SAA WARRT R A4 8>40 ¥ RE |
B E<40 ¥ {8 HLA 64 F M0 % 8 8 # & % ALG/ATG #n CsA #y IST st 77 |
FH4E <40 % BAT HLA 484 FML G4 6 SAA B4, 0 B8 30 (A Je o th i, 7 % HLA |
HeFRMEE TG, HLA 14 T £ 0% B M BHRA T ALG/ATG # CsA B B |
B4 8 SAA B % |
A4 CD3 B Mtk (CDS2 3 3 bk MMF SREBLRE  F 3K 2 4 777 SAA,

ATG/ALG #n CsA sg{LBX & 584k IST

(1) ALG/ATG:f F SAA, & ALG 10'~15mg/(kg - d) # 1 5 X & % ATG 3 ~5mg/
(kg DEAS R AHNEFHRAB AR AGIBFAG LRAABKET S LHR N ; #
Bk EATC FE R, FAFNENEFFIKRFE 12~16 e,

(2) CsA:CsA RO R3~5mg/kg, T L5 ATG/ALG Rl et B, RERAE ERE R
WEE, W ALG/ATG it E 4 AR . FERATFEMEFRERFEL 1248, FARL
Meth, s BAEZED AT AR EAEKEFR GO TRRE(wF B RE. T
WA RBHERRN) M RELRABRRAAAEMTE, CABT AA MBI AR MY
REATAA  FROGRETFRA, —REFLARE(BRE) N KA 150 ~250pg/L,
JL# 100 ~150pg/L.,

(2) fRiEmiGyy

1) HER : +—FRE2ER 40 ~ 80mg , 5K =K ; sl F] HHMERE 2meg, 45K 3 WK J7 R R 7m) Ak 1 4L
259 HFE FIRCR AN R SR (40 55 HEAk JHFShREH 3 55 ) % .

2) i A K A F: GM-CSF st G-CSF, | &} 5peg/(kg + d); EPO, % F 50 ~ 100U/



g-2 7 n(Y)

(ki - d) o —MEAESRERITAST SAA J5 B 9 ATROUE 4645 3 A~ H BA LK, :
(3) RHEEIHRRAIT (RAPHIE HUR YA 38 i) :

1) ARSI UF 5 53 LTS 16 A S W O LA
.
LA — Bl Hb<60g/L, 245 >60 %) (UL AZHE NI (IR L BBER) TR

SO (RS KA P %) BB B TR (02K L6 6 %) A FE 46 PR (Hb <
80g/L) S AHIVELT MBI . 777 L/ MR T HE I B 2 RO 84 I B PRI B2 3 ALGY |
ATG %) 5 SAA BB P L /GRS VE I 2 <20x 10°/ L, T RAE # W <10x10°/ L, Rk el |
L5 IR 52 R, R U 3 SRV L/ R B B L NBE RO B R BB Ko |
PP A L AVB P T 5 B0 Y4 00 LA FEROAR 45 B9 IL/INAR . B0 MOS80 Y58 B
il !
2) SBEHRRIT IR M AOATT KRR E I BB E " M P SR A

S I 6 7 RT3 AR 8 0 S G A S A e D B R LR/
iR T A L PTRPER T 1 (IVIg) MR . R v 25 |
AN IVIg: 3R F ) AA 2 IR BRI A G R SORRAIT . LR A ER A

M SR ERE 1 o AV SRR AR5 B AA BT U MO AR
L TR B 2 5 0 2K S 6 R ) B R BRI S ~ 10g/d, A AR
L [
B. WOBRE 08 AA QKR FRIEHENT 56 OFF SAGHE AA) A8 AN AIFMR AT EPERT 26 |
B AA BRI TR SRR MIAIT . BUIF SR BT %4 3 Fh TIRR WIRE AR
KHRSE . TARRA GBI, 2 AA SREF ; HOK K E OUE T 2 TR MR 258
FATF AA 364 TR EEMERT J6 o MOIR 2K 00 S BELR A RS T 4000 G , 6 T 9 B o O .
HARR K 7 I 20 ~ 40me/d, BPAKSRTE , FAT AP IR0 . _%
(4) LEH, i
(IS 4)IST 3697 o 7 A 5 e |

B 1 |
(1) 25 ALG/ATG 3857 AA HIARCREI N 45% , INRAHSAEFILIG 1 -2 AANBH,
CsA BRI MW B 2 %A TIZEIR I 6 ~9 A BB B EIT AR M T CoA $55ERIH. |
WF5TyF WL A B F ALG/ATG F1 CsA Xt SAA 4 BIFHITTFAL, 3% 70% ~80% . |
(2) IST ZAHH, o SHEMR & RIS T4 (IST+HGF AT ) . BB —f
FEFIZEIE 6 ~9 A H o BN AR B K8 K i l
(3) % ALG/ATG ¥13A FeASE 124 AN - 4% - DT ALG/ATG(EH Ik |

) 5 @ FH AL i S B IR 4 CD, M SR b D, M SR bE K HI RIS F AR |
H % @S i T AN i
(4) VPO R GAEHBIFIXE AA ROFFR,— B G S B RO (T AN BEMCRE b |
|

|

|

|

|

|

|

|

|

I

I

)

191 R 43 D i 3 ot B 42 PRl K P R A R TR ) 5 — R 3 oy B R AR R BE (i R A i AL
o i AR AR BE M 5 B RENR i B A G i T AR AR TR IR ) s = RAE Y EEEIE R (I,
BIHRESE) o HUA MEE 2 (RRERIER) R T 40 K 2h REFF 2E M 58 2 WK = 1 i 1) BE R A fE
WZ R HBA” .

B2 $37 ALG/ATG Fl CsA 3677 ) 838 N % VI BE TS , RE WA 2 LGE KPR 30RAR R
JNE (AL 35 78 o va e MR , i PNH MDS 1 AML %5) . &b W2 &5 ALG/ATG iz )5
3PAGATAINTHNENLSHE 24254 34 3.5F 4F.5F.10%,

B3 STMCAIE .
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| 30g/L Bk, AR A,

AA BT AR
1. £X%BR Kbl diERE %k, Hb 5 ¥ 120g/L, & % 110g/L, WBC i 4x
10°/L,BPC ik 100x10°/L, M 1 £ L X5 & .
2. B4 Aol dusE R %, Hb B # ik 120g/L . & % 100g/L, WBC i 3. 5x10°/L
A4 ,BPC A —EREMM M3 MNARERERSEHF,
3. EHY ARbfHbERABSHE, Tt H RABTH1IAAAY LAY K

HARUE=ZT7 B ek , N3 MA R T,
4 £H SHRLIPBFTEER MEARZTHEHF .

[ 1B 5] Hi)5 o
SAA i et LAER LA 5 (>90% ) 5 30T 10 4F3K , BlA 167 77 ik etk , SAA (1 il

Ji W 8 o (BTS2 173 )RR SE TR i

(8RR )

ZEI

1.

HRAEBR S 2 WA S S LLANIEAS ( TR ) “F20. PAE A P B2 WiiR sy & LR, PRl F 28,
2010,31(11) : 790-792.

. Marsh JC,Ball SE, Cavenagh J, et al. Guidelines for the diagnosis and management of aplastic anaemia. Br J

Haematol ,2009 , 147 :43-70.

BRSPS, FRAE RERGPE L BT 23G. TR E S PR, 2010,30:311-313.
Young NS, Bacigalupo A, Marsh JC. Aplastic anemia pathysiology and treatment. Biol Blood Marrow Transplant,

2010,16( 1 Suppl) :S119-125.

. Young Neal S, Calado Rodrigo T, Scheinberg Phillip. Current concepts in the pathophysiology and treatment of

aplastic anemia. Blood ,2006,108(8) :2509-2519.

6. SkZHg, b, MWW IS BT RbRHE. 55 3 WX, b AT B it , 2007 :19-25.

o BB SR AT BB M. P E SE R AR, 2009,29(7) - 585-588.

SO BT M

18 M 72 1fiL  anemia of chronic disease, ACD) , L BEFR A 2 P AR ML, 764 e i & e 22 L, Wi

PR A E R A8 A SR A i 58 A, SLR TR BRPE ST M0 o 8 o R ARAE IR S e R
FREGWIR R HER . ACD — U, 5 - BEST M, 22 IE 40 i iE (& 3K P32 i
A /NS L. (7 BV BERRAIR, B BRES & ) B Fe 8 FUK P IE # SRR, k& A

1

FHEEBRIEH o FCA BT DA A 218 M S5 o S 40 M PR 7 A (0 0 240 M A B S2 4 il BT e 2

L. JRIT NIRRT IR A , PL 440 M A iR FE AT 344 IE ACD.,

llﬁ ﬁi = Bl
*%-k'ti 69 %, TH BB kR .2 A1 F, mEI AR AR, BEHEANRIW ] F,L
PEARBILEXE ZH, LKA SHE G, 20K, AR, RAR, AEAEE, AR &
Ao R, R BRFHMEER, R#tT . ANRE 3 AR, LR ERLARHEEm
E SR BRENARAEIAL , R ETHE3kg, ML ELFNhirE G 89g/L, 4ramie 3. 87x
10”/L, & %8 %, 6. 8x10° /L, o «J: 44 255%10° /L, MCV 82fl,MCH 30pg, MCHC 295g/L, M £ 4t



£-% R m@

e ARE, RAERRNBXFTRERABL 125 AMERH, ML AARAKERE, LR
B RERE, FARRF vk, RS RiT sk, AL £:135 R/30 X,54 $4.%.,
WEH L ERIEE A — & R, Rk 4%,
(1E)RE 1] L sb 3% 08 H IR BE Y2 Wi A W i
B AL ARTEINTE B Z ) R, A AT R B AT I A L I R R BT A R
CEOAE . I IR R IF 400 0F (0 2 A 0l , Hb 89g/L. Ifi PR W] 12 W vt B2 4% 1L, {HL %% 1M 2 2 i otk
HIZWT , 7 Bk — 25 i B2 1M A
RBEE 2. [RIZIFER T HURG sE A 250 i N 4E R B X | e i el B R AR ST 18 L BT
25 B0k AL Y R R B, T B e B il SR R R G RRE A F L
PRAE SR R R (E I AT AR R KRS R B R IR SR . R BT a] Y
PRI RAG S IRT AL, BTN, 1 40 M /MR IEH, 75 % BRI A T e i A e Y
VAR LA 0L R B 0L P S AL L S 0 0 L AR AL R I AR R LA A R AR
B

1219 B 1 5 LAY E A Be T

_ L BEAR WM. ZE X TAUEAEECHER GRS FHX BHEY
RARE BREEFRE HEX FAAULARBELES,
| 2. B RERKR AREBEXTR RERXR REULBERE. FEAUG . RHG ¥
® K MR B
3. B AMEEEALKCH FEALHEH . OLR SRUEHAS.
4. KA FEREEIR A RS A R 5E AR M AR R St 0 LR

(151 2] 4y B 62 W , 5 A T WP L A A 2

BEE 1 (AR ASAr (A 36. 8°C , JiKHH 90 YR/ 43, WFIK 18 YK/ 4, IfiLEE 120/80mmHg , 17 K 4
A R EE R AR, B BRI B e, 0 H i A, Ve A vk L 8 A sk B i, 0 A AR I S R, LA, I
J R A B, 4 K DU B TC T , U M 51 B A8 R TS Bh3Z B, BUT B A

B2, (LISK A i HlM 4T e 87 /L, ZL 40 3. 55x10" /L, (141l 7. 6x10° /L, ifil 7]\
#R 241x10°/L, MCV 821, MCH 30pg, MCHC 305g/L, [ 21 41 41l Jfa 1. 8% , I £ 41 40 Jfd 11 %
0.018x10"”/L, ESR 200mm/h, CRP 8.25mg/dl, (fil % 2k & 1 900png/L, A~ i f1 8k 45 & N
29 wmol/L, [fiL {58k 8. 4 wmol/L, fF B ThEE IEH , BHHLLE FHIEMA R IEH , iR 4L £ B,
PIIEH PR E R LR . S B vk R M A, MR bR e ) KBOEH  RF(+) ,
RIEThEEIER . HH6R0A AR, OB R AR KE B4 AR 24 H0E, R ERE
i I B R - A PN R (- ) I A P B, BB g A B . BT X R A
Je JEHE B AR WA B 5.

BRE 3. R EHE B BF M, BB XA R 12 47, I KR SRR, L5 B4R
71 1E 40 M0 1F €5 K 4 0, P9 4R 41 40 it 1E 5, i JIEL 41 3% % ] 82 HH 41 R 9 0 R, O3 K PR A, Ji i kAR
FI R (MEA R B, IEH I D AE B BRI B I 5, T Bk g €5 40 i P9 Bk B, B I 4
MupN BRI, FF SRR T2 . kA Al HE Bk R EE A 51 100 . B 40 40 Mt 93 il 7 B84 4 S
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18 1497 B2 1M 7] RE B9 & R AL

. Ramfs Rz 0EXTFEXEREM,
2. BB/ FaEE,

3. SR FH RAKRG] M i A Ko

(1) hepcidin #1€ A .

(2) IL-6 hepecidin BA B i 4k fn 4% .

(3) E & % o B AT 28 Mo sk B A 2 o

(4) BEHRBRBKRD

4. U FAMHRARHEAZR,

%D _‘LR ,ﬁ O S O OPEH et en i s e O i o e b N e e e e b et e b bbby
18 M55 B 112 BT kIR
REEZXBER A LREX 4R EBHETLE, TLHEERFA 0,
L G REHR

(1) BZEPEHR o1,

(2) ¥HHHEBERE KREMHE,

2. ERERE

(1) % hE4HEEEA M, 30% ~50% 7 4 /48 K& & 4, {2 MCV R A <72,

(2) RBL@EBEE.

(3) FHEFERTHNYARRY EXHAMANEHEE,

(4) Lomp iRk %,

(5) ME4RRGELNABRK H4EAUPEEERHK, BEE 16% ~30%

(6) mFKEAAF.

PHRUERADTELHR X RBMRAFN A0 Bh ERE S TR E M
HEpEREAFEI YA D,

[ 1B1 3 )i H 35 12 W7 180 1 92 L 75 225 WA e B 2 51) 7

BN ABIREEF L, TEEGME IR, T BRI M . BIRPIH A
JE LB T , (EAR T 5% 1M ) BVBRES &  WI T IE W, I Bk 8 B % 8 T IR, BBl gk e @ nl
IR A T PR R T AR R R I 1l 0 R T M, BVBRES B T T B AN M P Ak 2
BRI PR _EA ] LB P [ A TR, W BRI, 46 T8 AT . APIRESA
A R B R R 8 SR AR M P UL

B2 AGEEARZFRRERT KWL IHTAME ESR A EPE RF(+) ,HE -
58 SRR S REtEEmtE R mER . APEEMALYHMIER , BLRIEF.
BB N AR R Z0 A M BER . AT AT Coombs i % \LDH , JR ROUS | & # Ifl & CD55 ,CD59
R

RBEE 3: BEEF LN, AT E S BN R A S A MER . A5 R &IE6A B
T
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18 14 975 72 1 B 45 5112 B

L BEAMSR4EEE4L N HABK AELBK BLELAE. REBER
RMGEESAG, EAFBBANREELTRK, SERRIRY LHL,

2. ERE KERBEEL T SN TSR EMIH, RELE OB R0, FHLH
HRAFL SRR SRR N, nd A E, AR L BRI R EIK, £ 47508 A R
R Ho%EH B %X LDH ##.

. BT HAARANGTEH AL, AOTASHMAHRHUA, FTH L
GEXRAG, FUAK THEL N, A S AR Y SRR D,

A S ER M —MARBNHELF, RHEAN N BRI S A4 BSHE, R
| hBESRFE. hOEABRKRA DR AR AR

5. B FATSHEPOKZ AT SR EFMA M, BRAMEF N FL4ABRE
O RHBARENAR, S TR, BHRRAREASRERS BREE A AN
C MEA M.

BREXPER M B 1R R I K A& E A R ER R SEI8 F84R

# A5 SRR D i PR BE i EEiR
JIIRC373 L (<50pg/dl) | (60 ~100pg/dl) !
FoE AR 1 L RIEH !
e E I L (<15%) 1 (15% ~30%) {
AR >360pg/dl <360pg/dl E#E |
®EA ! IEWE T | BRIEH
AR R B K t E# E#EK T
AR RE A log R >2 <1 >2
HRigR G AR 0 ~ + ZMIA 0 ~+ 4P 0 ~ +

‘ “HHash 0 AR5+ ++ S ER K |

4 £ K 1% 1 T

([61RE 4 ] Z B M F MR BT EIRIT?
B MBEFRAE 65 F UL L, B4R T TP EERIMARAE, HBL T k&= SRR, bk
HRE) 90 W/ 7r. T SR T HA R R, A Z I HEEIT

BiEHmAMTERETHOES

LAt B 0, T B R AR A R R
2. R —BRAM T RIE A
 BMRRGE, PEAMEFELTN ARRES FUL AHEARSILRE X,
AN ER T L2 O R Y VST SEELEF S
 EFEMEEZ— R RER R LE AT EHAE 110 ~120/L HAENHEE,
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 HREFERGMKET . B8 AR A E R R 10g/L, A K BT R, HE R EST

© HbI00 ~ 120g/L A,

(1608 5 1% & WG TT J5 R el 7

BB

(1) JERIRHIATT , BRI KGRI R o
(2) {RLL4NMEA R 150U/ kg, 54 3 W
(3) XAESCFHAIT -

@R B M AR T IERE

L EAEBRTEAMAR Pl ERBXFTRAEZTLTEEE FEAELSRERT
BT BUERETIRAEZRRES, TATFHERLEHT

2. fpfn b TAREARMKERA L, AT FEAODR AR LN A D, AL ZH
AHMEEEHBRA. XTHAXMTHBENEZF T REK AL, T EZ B 24
KRB EHHESHI R BEERANEK £,

3. R %M & K F(EPO) EPO ¥ T3 hepcidin X F , Rt 1, AR K E/BER A
do, BB EPO By E At M5, iR R i T @M e KB, xR al R mA R
4,4 EPO kA T AR TUNER D, BT ERREHRERE, ERAE - BEHK
EaEFXAAEPOR, R THEEZ, NAEPO THSGRWALALAEAE, A A
B# A EPO Ja fude & 4 R v o

4. kBT BUERALEXETEIHRBTHFES L, W R4ZFAEL
100ng/ml By B E TR FER%KET. EEIUTHUHBEALRBENEL P ELIELE HA
A4k A M m EPO 57 o 1k A .

5. BT R HEAEXR AR LR 6B AR R, — B T R
A TRERA M7, sk % A A 67 7 8 im W IE  EPO K, hepeidin # 4% i 7
BT NE R AN BT Y ERERS T AR R # o,

EPO &7 i& R
1. Hb<100g/L £/ B #y 2 0 i &k #,100 ~ 120g/L th B & BB 4 /8.
2. LR/ AR R R B TR A A LT, BT EARR Hb 4 E E 120g/L,
EPO # #7 7 & . B 4+ 4% #% 1 EPO #| & % :150U/kg, % /& 3 Kk = 40 000U, % & 1 %K.
EPO E) 4 f 4 A ,4 ~8 Fl 4w Hb # % F & 10g/L, 7 & 1% # EPO jm & £ 300U/kg, [ B iF

TR EFNEYN, wHb A HE 120g/L UL L FERE 25% ~40% , %+ EPO LU R #

(IR BEAF)

ZEE

1.
2.

3.

Gangat N, Wolanskyj AP. Anemia of chronic disease. SeminHematol ,2013 ,50(3) ;232-238.
Sun CC, Vaja V,Babitt JL, et al. Targeting the hepcidin-ferroportin axis to develop new treatment strategies for
anemia of chronic disease and anemia of inflammation. Am J Hematol ,2012,87(4) :392-400.

Skikne BS,Punnonen K, Caldron PH et al. Improved differential diagnosis of anemia of chronic disease and iron
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deficiency anemia:a prospective multicenter evaluation of soluble transferrin receptor and the sTfR/log ferritin
index. Am J Hematol ,2011,86(11) :923-927. .

4. BRI, MR, AT, S L e R R 1 S AR L 6 B 1 A A A S 9t Rl R R I 9 {1 1)
. sPAE I 24 RR ,2000,21(1) 144-45.
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55— = J=E: b Rlgh:

1 248 i 9 2D ( leukopenia ) 24 41 J] 1L 3 40 M 8 BUE T 4. 0x 10° /L, 3 45 4 S 40 it ook
/L HiE ( granulocytopenia ) , £ 45 H M0 20 i | 98 R P ASL 40 i B2 I 9 1 L 4 i ik 2L, L o e F2 B
2 PRI 4 a9 2L ( neutropenia ) il ¥ A H M 40 it 0 A2 AE S B B LB 1R S R EEE R
M o P4t L 290 i DK i 2 A S A I e 4 20 B 4 Xt (I F 1. 5% 10°/L( WHO fi5F 1. 8x
10°/L) , JLEAKTF 1. 5x10°/L, B4 JLIK F 1. 0x10° /L ; w447 41 o 45 X+ /K F 0. Sx 10° /L B F
AR A0 i Bk = (agranulocytosis)

K1 40 i Bl 2 , o R 4 i 2D 9 B BRI R 4 R = K3 - (O v M 4 i 2 AR R
QWA IEFER Z ;@5 T o B PRI I s 2 1) = 2 I B R 2B 2 0 B B S R
W, 534 S W AR A WL o

e ML 2 B D 2 B 28t I SR BL R 25 T R AR IR, B i DL A SR AL A B K T B R B A il
FLR Y 1 fi B 2 BE 55 vh M 40 2 1) 77 B R B S AR O SRR A A T R N T R 2
W, BT H P 200 ek 2 AT 0 20 Y RE AR S (] o e A B R R R 2 e M L2 2
B R B FE R EFRRE S  E TP R AR .

1 440 i i 21 7] R 2 5 Wi L 40 Y A DG B Il PR R B — 38 2, tn B RE R IR, M AE A &
rp 32 S0 T v L A R M — B 3R S R A o

BRINZER
EE M 325 AXAGEIERTINMARGAR, ZBEIANMATGETLA G M
Mk Y, % Bt WBC 3.2x10°/L,NE 1.2x10°/L,Hb & PLT ¥ E4 b5k 4 4 A, &8 2 &
EE b FAHH QY ARETREREZRS R, | MAFNELEZ o FH: WBC 2.6
10°/L,NE 1.0x10°/L,Hb & PLT 3 £% ., AARAHL M #HS, REFELR LT ER,
REF RAFhRGHBRE, TAFRL,
FRE_EoARE s, HE AAAE 40 s/, 32 R PR 4 M el 2, X 32 R0 3 i PR Ak P 5 R v
LT LA a8
[1E0E 1] rpoks 4 s 20 i 3 A
BB 1 TPHoRLYN M R H LB I 2 5 o R e P 4 i A B AR S AR K, TE 4N i R
F PR g AN B B R, R A ) RS A LR B I A0 T AR 43 2, A RE S 1T 40 i 0
a3 P A L O D B R AE
ef LA U D 43 A S R AR B RS, AT AR A L, R 6.2/100 T7, AN E
KT, 28 R e RKAE A MBI , b A M b Mok 40 s A mT IL T  LEZE KRR, B4
IR RAFEREH N, IR B — 25 43k 1L 7R e 5 98 AN I R 2R 40 998 P 3K, 1L YR 2R e e i v
Bl R A0 L D 322 0L T BRI A 57 455 E (myelodysplastic syndromes , MDS) 18 ¥ 4F %
P rp L 4 ek L 5 Al i Y 2R G Rk 254 | e v PR R AR | IR Ak S AR
(I BGE T O35 B i 3% ) R ThRETU S .
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BB 2: O T RE RN I A B R, PR 9 SRR B A A A ZE O EE BT, [ O K

F 40 5 26 B /1t 48 T 2550 o

LS A O e 25) R RO Sl st BEAEA 0 B S R BEPESR A S VR
B 4hkm RS R KA A TETFR L, A EFRK L
2. R EEER PRI 8RR AAE , Q0 A8 N 2 R O N D RE T E 5 i 2

; m s e e ol b e o e gl el s e e R e e oo s :
% JUEE e R B 0 B R R R ML |
|
% N RRHLH '
)L :
SRl G P A L R 4T GIERIR |
kg e R I RE S &
BFRLPEEA HE R |
S TP e R 40 He R :
B (18 A 2 e R A ) |
Kostmann 454-4iF |
§ Chediak-Higashi Z5 & 1iF |
I Shwachman-Diamond Z5 & {iE I
? EEEE :
L% LE |
R W i
241 HE R '
EHGRZ (VitB,, , /) A AR PR :
| 2 1) FR G R He R
, RS e e A N s I T h
|
o |
| A R 3 LR 4L ;f
HYES He R RS A &
s b PSRN (HE P R L) |
B % S M PR AT L \
9 KT H B R |
Felty ZEE1E |
SLE :
M BE T AR 43 18 e A 1 2 ,
A e AR He R > |
A IR |
BN R R ATE
T 4 s ( LGL %) :
AR He R/ RS AR |
SRtk [
FE S e 4 e e !
18 A 2 v R 0 R 1 R :
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@ FTE AERRDE

A5 JEREER g P 2% 08 I e BB A 5 B R B R B R S, TE A T B B R B
[ A 248 A A R e A S AAAE
3. RSN M A I SR

I HR S E i 4R AR S iE BRI

mEAR ARG ERHEPLEPRE AR BHHXRUELE X EL:DF
HhaRetE, TARAARER BARSH T ER AR EZ 0 EH M E 80 EY
REREY W EARREOFTHER D QAR RARRD W ;@M a it #,
EADFESRABERERB) EEZE NI BB R NS w R X
7% 5](0.5 ~1.0)x10°/L, 7 9 8 M 1K B 7 b W 3 9 R

SRS AH TS AN AR RS WRE, wREmRE L Rx G dm, 78k
EAMELSTEERSERE, ABRUAC AR L L EHABTEKE B & i/ (large
i granular lymphocytic leukemia, LGLL)

BB 3: RO S A Rl A0 L 5 K BB ASE

Loese  JCPAER S AbTE.

2. #Efk T 36.7°C,BP 120/60mmHg, P 80 /4%, R 18 ¥/ ; — MR 2 BLAF, B FR R &
G RBE TR R IVE 3 22 B IR AR EL 45 R fih B i oK 5 B T A, Ui A Pl % 1 388 197 5 5 M

JC 9 B S Bkd , P RE I T A flnk B 5 5645 TC R TE B i i o
3. f#E#  WBC 2.56x10°/L,NE 1.01x10°/L,LY 0.55%10°/L,MO 0x10°/L, RBC 4. 58 x

10”/L,Hb 117g/L,PLT 165x10°/L.
A1 JE il 40 BT 25 - PR 40 52% |, bk ES 40 LU (R o 36% TR A R BUEH (18 2-0-1)

B 2-0-1 BEINEMEMHEFETS
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: BB 4 PRI VOB LS FRIRE S (1AM B M R LR/, T B S £ 00
| MR AR s M 4 FA, A 2 YL B, PR MR AR, TR
RN AT LT S L ST 5 TR 0, 20 M 6
LS OE TS P MR A PR AR . T 3 AL AR A
| WRRREE OB TR PRI . 5N YA R A A B A
: L 2RI R PRI & K25 3 A A AL — 2 25 S OB
| R RGN SRS 25 R R AR G 2 LA L R
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g-& agmasE (V)

SR AT AT —Fh 259 394 W] RES R ™ T ok 40 B =, PR sl PR A — B A
BLAH IR , 1 BB 3 2540 B AT RETE:

BT B, G4 I A e b b Ik AIN 2 I F L, SR ALt 28 I 4k 1k AIN 2 LT 1
NI E AR TE I B B S BT B bR R (LR T ) M R IR R 255 .
Il R B TEAF S, IR/ L, vy T A 0 i % v ok b 40 L 25 (E o, SR Al L 2 4 %2, ok
EL 40 AT 1F R B 2, B AR A R AR A T BR, B AR . 12 W R U TR L 4
RFEAE

3. BRG44SR EE S SR | A A R L 2 AT 5 | o R 4 i v
Y0 P S O FEAT IR S VR TR A B AT TR 5 S BT T 4 5 0 B L 4 A ) WP R G P B A T G
£ MU R RS , WD dE HIV EB CMV %5 ; 27 4 40 35 BB P JERR S . IRy vk
20 9 2 A BT Ry S A, A TR g 5 S T L T A 0 L A 0 A | e R 4 D R BT PN B A
Jf B i ERS 255, b LUR BRI RO 2 W . R 5 | R 4 M i /D i [R) 280008 1 JA
ARk

4. GAERRMEITTRIRE AEHRELEEE B, HERZE W5 B .

5. MR ARGEH el | 40 A A 20 R Ul 2 ) R AL 0L 9 R A LA Y A
S W LA AE MDS-RN K UL 0 400 19 1695 55, Horh MIDS-RIN f932 A iy PR, b 28 0 2851 1l
= 10% 23 3B A 70 A A i A URL I B 40 3% 22 >2x10° /L, s 43 U J2 TCR 22 (& 5 HE i 77
£ SCRF R BURL I B 40 1 105 2 .

6. 1EHERFRYE P YRR Mauk /b A F Rt SAE KRR R B, B 52 0 R 0k B 1 as
e LEZ W EEA W FRERE, LLI8 ~35 D42 W, wWEARTE, 5 Duffy FLEHILE T
%4k (Duffy antigen receptor chemokine , DARC) JE[H Z &5 PEAH %, ZI0RRYL , sl s 4%

Foepg R b BE b PRI M 0 WL PR 259 A R Z (MR 4B A R BI2) i FE
H B e , i — o B R E A

[ [E)7E 2] R ish L, 7 ot — P TR e A A 7

|

|

|

e :
3| A2 rh i 4R AR D B B L 254 :

il e A %5 n :
AN R 2 CheAl Foftiszs %) N |
A 25 CRIEHH BIREE A5 |
itk & (RBR HHX LS DE) :
AL (AR XK IR R 2 e T ) |
b2l (%) |
BRI ( FF 3 PR A R | BRI 5 ) |
8 25 (TR RS :
iR RZS (ERHM EERE FDTFS) :
WEIEZS (A TS ES) |
S E 1T 25 (BROMBIENG: | e e 5 7 5 T 5 ) :
R L L E (P = IRAH AR ;

i

2. Gt HER AN IR autoimmune neutropenias, AIN) B4R I FE7EHT ¥R AN ML 1K
3

&

. B s L ek e B L B SRl L G . E B o e -
==
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Lo B RERRAT RS A 2 9 PR % DS R Y TR A A 2
—, EAE AR S R A Rl R

2. Sl RN SE BRI A W LA B AN AT , S 5 A DG A A A4 -
Rt s B B SRR MR- R YRR DT DURRHUIAR SR R AR 1 (28 KON PR 5 i 3 7R e 4
2 B K TR ; FORIR DD AE  IF I O L4585

3. Refafk

4. HAtbks#r A e SR R HE,

|
[
|
|
|
|
|
|
|
:
: ERINZER
, Lo RAHE AHEmBRLER BmBAMAEER, & 40% HEKRKEF, Lml
[ AWHIEG, 530.5% ARLBOAARHERF, RO @MILH S, & 29.5% ,H &
L ERAARIEHME0 A, BEARS R, FRO RS ERER. ARAF
I A,
: 2. FlieP e miR Y R E AR S
| (1) mHEFHd EB AR FHE A M5 FFR 87 BB E R RSk
| PR LARRERERAR CHRERDRR AR, AIFRAAR M, HIV BB, #3254 57
: R, A AREE.
| (2) REBEREZIIAR, LAREAE S AMREF R P REMBNERIAAK TR,
[ d ket AR F B, K EER MEAETRALE,
: (3) BAERAKRCLERIFMES,
s 3. g&4k 46 XX,
- 4. 4 FFEHR.ETER; A ARFRLER
» (18 3) ZEFMMERLSH =M 47
‘ BB RE AR F 0 S SR A S SR R, H ATk R Rt v R A e
E [IE0RE 4] 28 % 0 44 F TRy R
BB <R RS B VA
L. SR FE B A2 BE 5 Mok 4 B 1 7™ B R B TR DG . R B A mh MR 4 T 2 ( e %ot
{E=1.0x10°/L) ,JLICERYL RS 38 F A0 F , WA (0.5 ~ 1.0) x10°/L] B A7 76 Hofi &
PR 3R A A 0 R RS, TP PP R A 2 (<0 5x10° /L) Sy R i) 5 ) PR 36, Bk L 1
SO il R 25 e LR L, 24 vh PRI AR T 0. 1107 /L, 440 7 W0 o S5 % B 8 e e ity XL
B 5
2. R E R P R A R AL B AR TR, TR AR B R e e, 4R R i KU
BN, TFTRFERIAIT , ol S8 W rh R 4 M 15 O o WS I RIS AN R < 0 8 AL R 1 IR 2 )5 B
3AH 1G] G ATARSEAEIR W, 54 A, 07012 1% A .

o e 2 B R, 2 Y 3 i TR
L. #BRAE FRATROAN, FREMBUFER. #XEFHREHERKD ERR
BITR KMo

2. Rl BERIH —BRIATHANTGHE TREBRL HFREEN I, N
- B ERBRERRME. EERPERFRETERR, AA A RRLER E#H K.
RRELFABALEREN . RARKZIHRXAEER YDA EFEZAREEZRN
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CBEHERAR ARETREERE, UARRRED P, RERRE P RER |

CREAE. E3-SRAR THARKEAT . RERRTARKEL . |

3. (Rt P M R B A 4 R F (thG-CSF) S M AR, T AR
R E By AE, W R A 2 ~ 10pg/ (kg - d).

LA REWEIA B SR R R o S A X 0 o b R R 2 T B

 RMEEREWHALR

S HNTAMBHM ERATARETEREERAD.

. A  ‘”£EMWm§ .
IAABERBALML R KBRS IC, A KR 2 A ZBAR, &AM
ik, D T HWER, & oF H: WBC 1.5x10°/L, NE 0.65x10°/L, Hb 125g/L, PLT
169x10°/L,#4 B “ M Eop Bl B " Tl kS MR A ELT4 R AHH HiE—F
Bk BANE, % & 2% M. WBC 1. 10x10°/L,NE 0.45x10°/L, A ks iR X 42, X &
EF.

([B)&R 5] B3 th B b A0 e = £ A 38, 7 o] 4b 2 2

BRI Bl = A R PO I PR BUE % 5 & A I i , B F IR MK T, R AR,
SR T IS hAE RRIT .

BB 2: ABe/EAK . AR 39°C , B 4, W FE 7 . , XU f Bk A IT B2 vk K, R A 2 o, 2 1
DL, AR L 5 . R 45 SRR 7R S AL e DA %

RBEE 3 B EA PRI M R S AR A IR S B R 4 e =
PRI A TG REDEE—EP B HURYGEIT, T R ERAL JR FER 2E, R i F K
TEFRE, WA T4 I H A i 80w .

RBBE 4 455 M B 37 SO T 53R 8 0 B il CT [m14R R I BH 8 5% % 5 i 3T 25mm/ 3 1
/i, CRP 126mg/L(0 ~3mg/L) ,PCT 3. 6ng/ml(0 ~0. 5ng/ml) B0 B, B RA ©
A% 200 88 A DA T 400 L 2R 0 A B ORI, o 17. 5%, TE S KBUE 3. 2040 M R He il A B0 %
i 25.5% A AT BIEERE  KE AN, 448.5% JEREHR , 2 RBEH
il ffa 30 A~ 1L/ BRHE S UL . B /N I AR R R LS 4l (1B 2-0-2) .

M~ == — - m - s e e e e

——

(/27 6] BE MG RiSW AT 47 WTIRTT?
BEE 1 RIEEE N L AR E SRR, RIS - gk T PR i B =
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AEIL e i Bk A2

BEE2: ZB MDY BEMIUBRRGT 3 KEARKEER, MEEFFAE. BEFHSR

B 7R 0 A EBE WA, O 48 R R R A I B S ] R R i R A L 4 T A ORI i
V& R F (thG-CSF) S pg/ (kg - d) ,4 K5 PR 40 MUYk & IE % , 36 2 55w A 2 I PR AR FiE

H%o

(G0 7 ] o 4 i s A 4 15 i 2
BB BN LA M o/ E 22 R SRR, BUS R 4F, W IR L BRJE  K BT A, R

A SR EE PR AR L IR 2 RS, TS 2R LH Bk B LR HE
B ek b o] RE R HAD B A RTIE (4n MDS, B S tE%is ) , It S IREEpfi . BEE ) i%
P F B i A=K B F B8 L RRGIT AR, o R0 R = R A4 S B B e SE T
N 2.5% ~10% .

ZBE RV 1 AF, QAHIAEREAE 3. 0x10°/L 2247 , R 7 tH DU I R AE
[ B4R ZHTRE]

PR ARES
v v
(BRRRER?| [Nz ﬂf:&ﬁifﬂ HEFHSE
2 I 1
I$§ﬁz§mansmyl
2 Iﬁmml—ﬂmmmvl
NBe AT B i 1
ﬁ.’?ﬁ@imi}CSF [—Iﬁﬂiﬁ?ﬂﬁﬁﬂ" : gﬁg;ﬁ
HRZY . B, | [AWRE A, -
BT RODMEAIS | | AU e gk s VitBk A |
SR SR 50 , [ RRIE
l l
Rtalh| [LoLGRE P
s | |RmmE| [T I_l—lg
| | | [GEEasmes
|MDS ILCLl LES R el én
B4
(BEE)

ZEXm

1.
2,

3.

4.

Boxcer LA. How to approach neutropenia. Hematology Am Soc Hematol Educ Program,2012,2012:174-182.
Freifeld AG1,Bow EJ,Sepkowitz KA , et al. Clinical practice guideline for the use of antimicrobial agents in neu-
tropenic patients with cancer:2010 update by the infectious diseases society of america. Clin Infect Dis,2011,52
(4) :e56-93.

Gea-Banacloche J. Evidence-based approach to treatment of febrile neutropenia in hematologic malignancies.
Hematology Am Soc Hematol Educ Program,2013,2013 .414-422.

Connelly JA, Choi SW, Levine JE. Hematopoietic stem cell transplantation for severe congenital neutropenia.
Curr Opin Hematol ,2012,19(1) :44-51.
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BN 4 R W L5 A 1E (myelodysplastic syndromes, MDS ) J& — 4 #7534 38 1fiL T~ 2 i /K F 79 5
R PR , It R R B b , LAMETR 1 B3 IR 2 40 M sl 20 A ( 30 it/ 2L , B BES AE 1E 5 8R0T
EFEIR A 1 I, LS AL R AR B R AR 2R AR BB A ML /MR A B, TEBR R R R v 5 R A Stk
A A o HER-GAE AT LAUR R MY, AT DAk & T AT 80T o

H RN A R ALY Gl B WAL LU AR

(1) VA [a] 28 35 A0 JE R 27 R AE B AH D 5 o

(2) MDS {2 Wi 2 R HEBR PEL W7, BE B HERR S R AR 1M 2% 4 Ifi 240 v/ i o Lo B

(3) %FxtBEL A BE AT EHBERA , N2 JTE#E MDS [yl K2 W AU PEAT -

(4) XHAIZH MDS (8 E A8 A ] () 258 Y BB AH B TR 9T T R o

(5) X FRILRIAIT R B 40 AT RB IR R O FEA T AE L i Ab 2

(6) FEJAIT i 72 o W i 52 5 14 A5 Ak, FRAR Bl U, 5 HH B0 0l S e Ak N B B O B 3R T

jj‘itO
(7) B1F MDS R4 T4 BHE  BUIMSESCHHAIT I ER R A& FIH RAE T fE
i = R e R L L e L S L.

MDS 51

Qb FHETEMERFA:;QREAA L QO ARE) ; OFMBLRY ;OREE |
- h(EXEM);©F %E A G, XHEH A & i # # ( preleukemic disorder) o i

| ERITBRR , |
CRAERSAY. AREH GEEG6AR MERAARNS RS, £ 6
AARBEKH TH, EHECRAE, @ EEG, LB AR ETRER,
WA BAEE, BRERS YRR o, TR HR R A K B, Kk F L, R
REKE. MAEAAELA mE, A& KM B, ShE 0% A WBC 1. 8x
10°/L,Hb 53g/L, MCV 95f1, MCH 28pg, MCHC 340g/L, PLT 56 x 10°/L, F # % 4 %8 J&
800ml #rik , At —F AT, ARAR, R&ATBE, KETMSkg, K DMMEEF
AR, BN L A B R XA FRRL. REAFEARZ 4%, A
RATAE. ML 25,10 3/R, RFRNG L. ALBRE, EXGHAF 5
B A LT H .
(B 1] st R, B AT BRI R 47
BB 1 AR A VR SR AR S A A Sh S0 4 i A0 M SRR 7, 1 i
e WP 1L B A 5 A I 2 RN 1 21 2 1 PR S 4 1 40 MO S
AT il — 2 S BT

I e T Ty

Y

e T
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(V) #=% BESLSESAE

! % e e e e — . Jr— ST . BT, B e S s
£ M4 > E LR E
E 4 40 i 4 o 4% & M Fanconi 4 4-4E
FHAREBERMD GE DTN T
SMdESmAME mRF B & REEERR
FHEERESAE Evans 4 &-1F
Gk EF 24 M R b R M o 41 R B R
Bk B ERE e J& o #k TC3E
BHESE % :
2 A 17 BHARBEHE :

BB 2. HUEHILW, b7 B RIE L R
) ) BT 47 L

Rl R

W) B2 95 SR R TR Ol
EEMB+PIRLLHN

BETEABER o

o B e

EEFERHR AEHERRL ARA KT A OF BRFRL, 25 ES
hTFhE EE, — S RLERTO@MM3.2x10°/L, AR SRERFHRE. (&
B)RMEAVRER, RAEMIL6.5% , Ktale $ 5 vt, 42T L H-J MK, TRNE
E% ) N

#% &4 :T36. 1C,P 86 £/% ,R 18 %/% ,BP 110/60mmHg , 3 K& 77 ] & ik #-58 , & %
RAHCERBENMN K, BTG TR R, MR B, S, 586 K/ o, 45,
BL&k, T RS, Bk B R K, ST LR B KA o

255 B N BLA A9 S AER RIE LIRSS R, 8 E 7T LLHERR B ) 40 M 33 il 75 4 e i 1
B ML ARTDRETTRESE , 75 23E i L4l CD55 ,CDS9 i K2 IR Rous {555 K25 HEBR PNH , -
FFMJE il Coombs 56 HERR fe e v 4 L 40 M s > i v RE . H Al BE &2 MDS,

(2] BERZEA MDS 5 REEK?

B MDS B—RBEWLMN, PARMER R 66 ~70 %, RFELE—BARH S5/
100 000,70 % L4 = AH R 22 ~45/100 000, [E A %55 F 406 L E SR, MDS 7E B &
R ,40 BT - 11,5570 ZES  40h2.25:1..00,

BEE2: MDS i 1 AR 7 [ PR R 36 1 T 40 £ e 68k S (R ) R DR SR A O TR
F T FBOLEERZE, ZmiLE R 2B, &AW BRI EE EZ 5 H LT M
Fifr : J5L& 1 MDS f F UL, 5 60% ~70% (B £E 8 A 2 58 AE fE K K K H i MDS) ; 4k & 1
MDS, 7E36 97 b Ho J5 & i B O A , G 6 45 22 00 PR 25 i R A e o B A2 Ak T s KR 8% T
Tl A R BR T o, o A LI IR AR 2 5 WA B A AR R W IE 4R UE B 55 MDS # 5%
(B M8t MDS i e AML ) fiE K 2 A W Hl A8 & 1 1. 6 4% 5 4k & 1 MDS 8 3% %
AZMPEOETER . ZRERDZENE L, B G &7, A ] Ge 2 B0R 1
HEFH.

T AR TR () 5B Ak 72 e, JC L A T Toll b2 i i ik s, XoF 0 PR I2 T A L R
R ER -



=2 AmwrRuses (V)

(2@ 3] MDS anfaiZ?

BB BEUAERLE , T — 2 N A IR Ty R 2 7

B A5 - i 20 M T B (L0 40 L A /AR ) AN SR R U T S O A K D TR 2
FIEH ; {2 40 40 g 4= iR 3R EPO JKF (RBC i 7 61 ) 5 I 375 - BR A1 4E A= K B, 5 I ¥ 8K | ML 3
BREH . BB S & /1 (TIBC) /K F, i 41 i CD55, CD59 i X 40 M <~ & W , 4= fk £ I,
Coombs X %, BE Il R , PR (8% AL, B B M8 %5 . T2 9 2 M08 28 0 2 880 v X
240 0 5 2 B A0 R A S A A (U R B RN MDS AHOC FISH) B B 40 s DNA 1 B4k 43
BT EF B o R A O R 3 AL A MO B IR S LAVE O i i 40 MO A S
W R HE B AR X L o] | B B DR A A0 M A L ] B BB A R B A AE IR BRI 4 AR
i C B 5# BRAC I A A2 78 ) RN b ( RUREF 4 f2) o o J0 HR B 108 400 i 3 1% 2 i
#,MBEAHERER L

|
|
|
|
|
|
|
|
|
|
|
|
|
|
:
REBESR :

fo % #L: WBC 1.4x10°/L,Hb 71g/L,PLT 39x10°/L; M & 4c 20 ffL 1% ., !

SRAA KPS B mBE 1.0%, HAEKBMIEE S 0%, Hot b mBs |
34.0% (9 ¥ 3h % et Hatamie) Mt dmig 2. 0% % & aie & 50.0% , %4 |
FRE4.0% , RAMIE4.0% AR EFTAAREZ WL, ARLBER I RE
(H3-0-1)., |

FARFH: R LFF o :

4 4k ALT 34U/L, AST 23U/L, TP 62. 6g/L,ALB 32. 6g/L,CREA 69pmol/L ., :

M2 B & AR K, s

# fo . PT APTT FIB K- £, 5

%9 % 1547 : ANA(-) ,1gG . IgA IgM . C3 £ % ,ASO RF(-) ,CRP £7%

R g AR 4 fm i, CD55,CDS9 M & : 4 %] 97% = 98% A Atk 4m e

Jk Rous X3 (=) . Coombs X2 (-) .

BFHME. FTHEANEREEFTHE NWE=172/1;% 4 & 58.5%, L F R4 mie
11.5% , P o et & o K, ABRA T AT, B AREF, R TALRK Y ;
1A 530.0%  AHLBBREEAR  AENHTEEREYHE, HARE, S Hami,
R e B RDRE, SR MR KM 5 N 4a A 3. 0% ;2emxlem K T
MEHLM26 A, EfsaleR %ot %, T EMmit, # 5 MDS-RAEB 1l 7T 4kt X
(B 3-0-2),

B MG  m s (++), A4 42/50( 115, 112,110, V5), R 3Rk 54
4 it

AX A R2 et 10.31% , & ik CD34 ,CD33,CD13,CD117 HLA-DR,,

FERAER L5 H 20 MRS R R ,46XY/del(7q) [5/15]

MDS #8 % FISH: % #7 200 A~ a4 2@ it , 5T L 24 4~ 7q31 % 25 (B 5% ) .

#8.4m j8, 3% % . CFU-GEMM ,CFU-GM .BFU-E .CFU-E 7~ £ % # 2V A B HTK %,

AMAER . FHMETK, ZATL BAMAE RR Y DRFHBREMIETIEE, T
R &R Rk bk B E(ALIP LR ), L&At — o mb L 4
FARATHG L RZARVEBARERE MRBEIFF., ME(+). REFSHAH MDS
(H3-0-3),
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& 3-0-1 %EMm%RE E3-02 BfkR

&E3-03 RIS

B 2: MDS B I KRR IAERA) AT RE B A ] BAER , 78 % ML LR A &5 5 R BLSMA
L5 o 257 R T B h L AR o AR i 40 R R A JLAS A B R S ] R AR X
RE.

(1) #if1:80% MDS i3 Hb<100g/L,40% MDS J2 4 ifi <8 . Wi AR R B R % 97 . Z Jg
SR R 5 R UL S AR i iR B RS R R B o A AR A A AT A A Al
AERS , 35 R 4k R i R BN DA B Sh R B

(2) /B G R0 R BEBESE N | 1 B2 95, PLT ZHAESR % % 0L, B0k t i B )
FEH PLT A% K 5 PLT $ORICSCH) i 55 , #9340 1 MDS i XK. 25% ~45% [ PLT
I8/ BEIRYT s PLT Wb P8 i J& MDS EESERZ —,

(3) e Mo /b - e PR 3 B O 431 B | 1 Bt 4 R I e o S S Al . MIDS i i
35% BB E FAE P PERLAH I 2 , 2 10% FIE g ol i R

P, %8 B IR & MDS B LI R B

FBEE 3. LM AR E SRR MDS B E R, MM F R, RIS R 40 i
JEAR , otk K A% IE W DORE, PR Z RS L . 7E5MA B -

(1) S 20 gy /b 50— 78 80 2% il 40 M o)

(2) AL ERRIA, MCY 3 >950, AR WAL, FILLL 4NN 2, Rk
% E R AR AT SE . 8 E R4 ( B> IE W LD AN AY 2 %) .



25 BEMLERESAHE (@

(3) FULLLLHNMITE 3 SIS D :
(4) PHERANMI LR <2x10°/L, o] WL BRI 2 . ,
(5) BCARMIIEAS 52 4 A6 ORI > SRR Z 5 IR (R Pelger-Huet S96) o X865 |
¥ LT 90% LA_EHs 19, A4 BT H Al B B A B R AR S0 |
(6) FAAHNLIA> % 2543 4k 2 L 3 |
(7) M3 e o LSRR A |
(8) MUNBERA T 1/2 ~2/3 ot M /MBI AS 50, S KBRS R .
(9) A5 L5 H AT TR EL R /NS B /NS |
FBERH A AN - |
(1) AR S H 0 RIEER . BRI R AIBA SR . |
(2) LLHINIR S TOE, DILTAIR TR A S0 B, AIMOB B B e
B S A S EAREES s M AR R PORLAD AL 2530 PAS e 6 BIHESE . |
(3) RLARIUAMMLES MW M 5038 2%, MO/ ok 5 4k ORI ST

2 1B Chediak-Higashi ORI Aver /NS . 1 HRL 1A 10 3 AL ABFOBREBE R B .
(4) EMREI/NE AN BSHHIR D % 8% (ER B BNy B 0) |
BT I K M MDS 184 B BT RO PTF BR A  2 TR BRI B AR BR, A A
MG 4R L M B0 TGS BT BT R AR A o R R M S R S R MR A
TRl b S S B/ L B B R PR S HE T PR AN SR S (AL
IP) o —HBRAFAES U3 AL LAY ALIP SR, By ALIP FREE” . ALIP 3 WF RAEB 8%,
3R MDS (B ALIP BUGe, 23R AR LI 8 2 o i [
228 2 51 B L PSS A A5 LS, T FUR BT RO R AY ALIP 4 B) F MDS 1918 o
WF, BB T T MDS % 1 LA 6 T R 5
PR A R L N R A TR KR &
12 MDS (1936 518 L RVEH B 36 6 £ th IR S HE 1L, ORI HT MDS RO A& fF . Rt
S ML MDS 56245 4E , (R 2 MDS Fraes . &M ERRERNNESR ©
EFS T MDS At 2419, JFRE At SLE e 2 4541 o1 Al th 30 4 L A0 HOOR 0 A0 B B MO A i
1L, 57 MDS R85 50545 AAi S, 5 4 e 6 PR BE R A 45 SRAEA T HERR 15T |
|
|
|
|
|
|
|
I
|
|
I
|
|
|
|
|
|
|
|
|
|
|
|

MDS i i kR #

MDS 5 15 % B 47
A bEFB(TERNMEHELARANEE, §—FT).
(1) FAMMAENF —RRERBEHRD (=6 A ) 4%l (Hb<110g/L) ; # 14
illfLélH}}@,(ANCd.5x10"/L);E1%2[&}}&7,,%(PLT<100><10"/L)o
(2) HEBR T LUK 4 MR D/ R B 5 R B 6B S o 4 R s 4 R
B. 7% A&t
| (1) BHAHK FLGMAE TR AR AR ER AW RET—RAM T E D 10% %
| REREERN, IR H>15% .
| (2) BB A+ R 5 E 5% ~19%,
(3) 07493 o fh B % ( HLAA 447 3£ K FISH) ,
C. WB AN (BHE A T RAL B o EH, T LRI 8B I R,
4 s A A 2 AL

43



(V) #=% mmursusa

(1) AREEARNAMEN KA, AHL AR TR Rfo( )R & 4 2,

(2) HUMARA 47 ZEEE S A REEH AR X 94 (0 RAS R &) A #7040 i 4
HHWARSFER,

(3) CFURMFMA(R)BHR P HAREE(zELA)HVREFTHFAEBD

MDS 3% fiK ¥ B 47 o 89 9 ¥

L HEMARNLERBFED —ANRELFHH,FT#D 4 MDS; HF LA LEMEHE
AU EREETHMARBR NESEHU A, UNHACEEREAMDS, REFE
T JE %€ 1L ( highly suspective, HS) MDS g

2. wREAHAFEEZAFY, T<6MA.

. MTRABHWOMAAANMANEH A ERIBEHFDPEEH TR LM
R D B 5 — AR MDS B B e R L. AT K R WA LR A
| 4. AW Rk RAEAE MDS FHH M A +8,-7,5¢-,20q-%; E R ARA R Y
AN A, T BA A & HS-MDS,
| 5. WE A REAFTALT 70 8% AR T ok 854 0 Aok, R A S
Xk B T M R A R, DA B # s MDS #% ii ,

[ [a) 4 ] MDS i fa] 53 %4 2

MDS (73 BIZ T 1982 4F 3k 36 3L (FAB) i 43 B 2 e Rttt 55t AR 4000 40 B R 45, b i
IRITAEA EEAHEFE XL, WHO F 2001 4% fi 73 B J5 %, 2008 4F#E47 T #b SR FIE T, k40 T
FAB S4 LU BT 45 27 Sk S alok 2 B el , BATE @80 2 R A,

BEg1.
MDS 7 %ﬂmﬁﬁ BHREE  FEEE AMEmsE B Aver  HP{IATE
- i A% HMfuse e B /i e (4F)
MEVG PR ML (RA) <1% <5% <15% — * 4
MER P ARl fE 2R <1% <5% >15% — ¥ 4.5
BRRL 4 41 M 3% &
(RARS)
MEIRPET M IR G <5% 5% ~20% — — ¥ 2
4iffiiE % (RAEB)
ME G M AT 1 1E R >5% 21% ~29% — — /T 0.5
YN 18 & &% AR
#I( RAEB-t)
18 P -2 4% 40 <5% <20% — >1x10°/L ¥ 3
[ 1fiL 7% ( CMML)

FRRBR A A0 (35 A KR BRUUE P WA B A0 40 AT 0, ZE 3 G RO 40 b S O %
SHARERIE ) L& BB =10 4, S 173, a8 A BRLL A r %

|
|
|
|
[
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|
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=% mREmemreaE (V)

B2,
WHO #3}%! (2008 £ )
¥ " S il B

MR PER MR R FR SR AR SN M40 s> 1M AET=10% HAREE AR JE
(RCUD) * <5 %

MEVA AT PR IR I R B IR 4 A IR AN 4R/ 21 2 BT A 40 i = 15% X
LhAnfIHE £ (RARS) ARZREARJRHAM<5%

MERMR ML RRR M4, B H<1x10°/L 24U EBMMER = 10% AR R E R
(RCMD) B PRI SR04 40 < 15% ; J5 46 40

<5%
PEIR TR B RS 40 U3 2 A/ , A A< 1x10° /L 2 LA B4R = 10% M40 & & A

RCMD( RCMD-RS)

G E I Sobi 4 40 = 15% ; J5 4 40 fg
<5%

MEAMER M R A AN MR R <2% ~ BERLELZFTAR;FEHEAM 5% ~
#2£-1(RAEB-1) 4% ;A <1x10°/L 9% ; T Auer /ME _
MEEPERT N PR GR 40 40 B A RN 5% ~ BEARERAREAR; RGN 10% ~
HZ£-2(RAEB-2) 19% ; Bl A i <1x10° /L 19% ; Auer /M (%)
HROEAE R HGAE, & 4 BRARBARBABEN, BEFS
433 (MDS-U) MDS 4 8 £ 2 4F10E , JR G 4 i <5 %
MDS £ 845 del(5q)° B ; ML/ OE 7 B AEPRRREEAR; 540 del(5q) , JR1f

[
[
|
|
|
I
[
|
I
|
I
[
I
I
I
I
I
!
!
|
[
[
I
|
[
|
[
[
i1 <5% %
" RCUD R EFERERTER ML (RA) , METRTE PR 4> (RN) FIXEIA HE ML /MRIR > (RT) . RN Al RT 2 HjH2% 5
kS
2
[
|
[
[
|
|
[
[
[
|
|
|
|
[
[
I
[
[
|
[
[
|
|
|
[
[

F MDS FK 4%
" del(5q) LRAHTE , LG S i 3 65 1A Sq31-33 (R F0-HHBIEIR 2R 40 AR T 5% B S8, W PR R /MY 22, 3K g o s

W T AR X R, T ELX R AR BE IR B R L &
B3

FAB 4385 WHO 2 BIgg%t R X F

FAB 437 WHO 4%

RA RA,RCMD,5q-45 & 1iE
RARS RARS,RCMD-RS,5q-4: & 1iF
RAEB RAEB [ -1I
CMML CMML I -1I

RAEB-t AML

AR A4 1 20 Bk L , S ) i A L B A i, B R SR AR AN 11. 5% X SR AT 4G
0] L2 i 43 %0k MDS-RAEB-1I

[ B 5 ] MDS il Ji5 an ey 1) by 7

BER 1. MDS BE HREA MR AT N 40% ~T70% , L R Y OAK 5 0L BRKE 5
WYL k5 5 h+8 20q° . -5/5q" =7/Tq %, MDS BE 1§ Ak 5 5 ik vl i B R 2 R ik,
Sl R Z ¢ RZESE ,MDS J8 #47 Jo 3L (0 (K 578 LA B 5 5 B9 2B T2 W 0 780 A LS Fn
RITHRRAR A WO M E . R, 40 M 55 1% 274G A 4625151 4 MDS # A HZ —, %
RAEB F B i 52 Z% i) 4 £ (A 2% |, Tl RIORE 5% 4k o St 1 I
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(V) s=% amussicac

FBEE 2. MDS fE b B4 )2 4 B IPSS (IPSS-R 1 WPSS #4751 4, % B & N a4l , #27R
BiJe 2 , A0

ERMEMRS R4 (IPSS)

LGk 0 0.5 L0 L5 2.0
B GRAN (%) <5% 5% ~10% — 11% ~20%  21% ~30%
g’ R e [a] AR = —
1fn £ s 0~1% 2-~3% = — .

IPSS fig |5 BE ¥4
e 0 19% 0.4 5.7
-1 0.5~ 1.0 30% 3.3 3.5
HifE-2 1.5~ 2.0 33% L1 1.2
i >2.5 45% 0.2 0.4

"SRR ERER,-Y,5q 20 s BUEARBEL ERERRH( 23 /7%) .7 SRakRE;
BUjE P AR« B B3 2 AN A R
© M4 A - b R M < 1. 8% 10° /L, ifi /MR <100x10° /L, [fil 412 1 <100g/L

IPSS-R

2012 4 MDS E R 56 THEA KRR B 11 AE Ky 7012 f] R %t MDS &% th R,
. ARYE MDS 40 3% 1% FHUE T4 ofn 40 MR A 89 BT B9 40 A 4 B b B LR A T SR A
| WHRAE, 3t IPSS #£4T T 3 — & 4T (IPSS-R) , LUE ft B M 4 # 7 MDS 8 F o
IPSS-R %8 fi it % Hls T 4.

o FEHHF:-Y. del((11q)).
4 : I % %A (del(20q) .del(5q) del(12p) .
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SR . A& 38 E RS B4 B 40 (1PSS 5% IPSS-R) Bl R4 AT 4040 , 45 6 B 33 AR IR A A RER

l B WHO 4380 4 B RIS TS TR 5 R i——WHO 28 % 45 (WPSS %)
| HUR Ak | W | T
RCMD ,RCMD-RS 1.0
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: Ara-C BA5 B EHTIA T 0074 B 0 1 7] sk BUA DL 4 — Fhal B FR A B R 7 .
| WRBRK TG AML,JGT A RS BB (7 @ik 20% L b)) o AR 45 M e ) SR FH &
: R, DA R ASE T R A I MR, BT ek AR MR I L X s R
| ITEIARTH3Z 8 MDS IGIT AR E 4%, — BEIEZ N AML, XPRMETRYT B9 ROV R EZL TR L
: P AML, /NI ALST #) HAG 58 CAG 7R, i 800, W 2847, & N H Al 86T
. TE
= BEg 4. FREEMTHMFEAE (allo-SCT) i <55 FHFE [ . Pfa & adl B EE
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1 2 TEREANARTE F e

SVHEBEAH M (1 177 ( acute myeloid leukemia, AML) J&— &3 ifiL T #HL 40 A > U5 i) 3 1k e b
PEBAR o A0 iR B v S R 00 M % O D 14 0 HEE 440 D (3 I 4 ) R 4 40 ) 1
WAL R AT N A B KRR AR E . RPN | R A S 2H A R T S
ESR o 17 E i , B SR AR (B8R B 8 H

AML 25329 3. 6/10 J1 , P AL FRAF RN 66 & o R RBEFRIE K Mg m. 10 ~25 ¥
HIERRLA N 1710 T, AML 25 S MR 70% , B L Totk, £E AML R4
4 2.2/10 77 s R EBRZ ARG EAR , A HR TR R E K.

I & 7% Bl

BR(MNZiER
BEXE3M Y AAM ZAHABRERE2 A"#HY ,EF T2 ANATE LA
KA R 38.2~39.2C ok , ARAR S, FIRA R RERP AT, FRRE,
HFHAKE ZH UTFHRABRERSE, 15 E 0. @3 6x10°/L, ¢ b
Yo ts) 35% ,Hk E 4 ML) 55% | 645 s B A 10% , 4t % & 88g/LL, /N5 18x10°/L, B
BHREIAANALHALAIFE, AGAN, A& AREKBE ML LBE LW, Tk
& Tk, :
[[E)ER 1 )ilad BakiE)i, & AT REIZWT 247
BRE 1 BE MR R 2R, T B MR R KR A - Atk A s St
BERS AT B A B R LR A IS AR MR R G % KRR R E
& 2 [0SR i T Y A Y RO v S Bl s A AN R A R L
g MR A TC B R A R R R ARG A TR SR L R T T
T B kA ORI 41 5 .
R SRR, A R A I AL D, T CTE A B BRI 2 8T, 24 K B ABE

£ 1 48 AR D RO £ 112 B

1. 2MFE 4 EHRMEAR @ (acute aplastic anemia, AAA) AR Z iy £ BRI, HAT
MR, FEE, — R EER, LA S TR 46 R 4 A M, P 48 40 40 1 b 1) o
BETH, AHEEREEKT, EHERES FHAREZRR, S OB A ERD
(BEHER AR ERR ALRERAMAEEFRD) B H(EFERCHR . EH
40 0 M PR B s L) Bl AR

2 EAMEREMAZZFAR(PNH) HABEXAOIFARAEL SALARL |
SRR E N FRAR AR L TEROANENN FE, FTEBFENME
BRRME, 2 mmERD, BMATTHERK, ZRSH AL, BZR X 4080 008 5B f
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Y4 M KL 40 M b iy CD55.CD59 k34 , kA B E THTUA#L I PNH, REmK
B(Ham RB) BARE BEHTFHEDRD(CF RB) AMBEHABEDKRRE
(mCLST) [ # ¥ b 87 , {2 SRR B 8% 2 (R 7E & 32 3 47 7% R 40 B4 1 CDS5 .CDS9 B R A
R R T

3. BMHARYESAMEMDS) MDS TRA—F.ZFRD, U TEIN 4 mmMRkD,
R mm LB RS AR ARSI, AR AR FE S, 6T 2R AN, £
S MDS MR RAREMAERALMIR, B2 R o, B Tt 20% , R by
P R WAL 4 Sq-20q— +8,~T/Tq-2% , i Fik 23 5 AR A 5 % 4 By F MDS 7,

4. REMAHRAB(SLE) (HS L, THREHEH L%, REUHES Aok
RE R BB, L R B T ¥

[ 1B)7 2] 29 B2 i , A B s EAT R Le A 5 7
BEE 1 ABeEEME T MBI AL R
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l
iR 39C, PR R, 2§ B T VAR SR BE, O B A5 A JE g , S s Bk 1 :
BERY K, BAR e, S F S T IR A AN KA MR TR A, |
Rk, BT RARA T RS, M T AR, EMAZR] AR |
o FEH Q3. 6x10°/L, otk &G T8g/L, dn S48 12x10° /L, @ fm i % . R 44 4a it |
12% , $h A B4 m 5% , ¥ MAFRAZ 2000 11% , 1 5wt A 8 20% , 45 40 B8, 4% , # ©. 49 :
M.48% . #%:0 A Rh+, B Ahie EF, ot iih 2. ok LDH 459U/L, FF K 2h 4k £ |
W, kB 520U/L, & R B, 4B =
B2 BE R (R A ) RIS LUBY, S A o R, ERER
A MBI, 0 AL R = R, S48 R B IR s A AhHE 40, T AR A1 o 2
P E M , 72— R A B B A L A A S A Y e ki R RS L
THE 5 4G LA BB 2 W 9 1 2 RSB TS 43 )2 o
BEA R A BARLBFEBRIE L, T 2P B 5 28 IE 5 R 40 s skl =, i)
S s , BB 0 ik = A AR5 T UM I 5kt , Z8UE 0 T IRkt A 5 W R B, i R
R FE I, i BEAA I 2 fif K, ASHEBR VB o TRER Y . AR BRBAR 44 T 2 I M DU IRIT . RS
oA 2 A Z A0 T i B IR (DU DU B 45 75 ERUR &) LA B A A TG i 38 J e, () Bsf A0 K
FHEFR, LA BA 0 MR R R YL MO RT REAN B . HL AR AT AR CT # LA B #a A Tl e

(i

HWEMEER : ,

LOBHAN FMMAMBEK AL 5%, LAE10% 4 K151, BEAR
URBEZW ENEHMRBRLHIR S  BELAZFF. ABRESEFALEEHBER
HEE, S R EH AR (2% ) Feth A B I (20% ) h 2, A EH e
M3% ., #hempe b 13% ., EHsaiis k180, POX fatk,SB fatk NSE fatt, NSE-NAF
Fadk(FH]) . ¥ &k A5 F M AML-M5b( B 4-1-1) ,

2. B mpAX L %% 5% CDI1b,CDI3,CD14,.CD15,CD33,CD34 .CD117 fa
M ,CD7 Fab, # & AML-M5 (& 4-12) ,

3. i AE 3 46 XX, 11q22-[20] (& 4-1-3)

4. 5F A %% AMLI-ETO(-),CBFB-MYH11(-) ,NPMI(-) ,FLT3-ITD £ B (+),

5. FMAERE FHRUOREEmMERTHAE, F46 AML,

6. i3k CT UM A LA B F% (H 4-1-4)
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BRI = R S M AN SR A AN 12% , B 45 17 2 G o |
BEE2: BH A P AN S HE A 62% , AH Mk T €5 POX FHYE, NSE B
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AML 2 B dRitE

AML # ¥ Wi AR A -

1. FAB #3%

Rl RER FRESGhZH, BHASFLEXZD WA M A AN EERE ALRER
BaER(AERERER) BN EL K, PHARBLT:



W,

S
l |

JEL . ShEL 41 = 50% J5L, Ah4L4HME < 50%ANC

| | | |

SRR =30% JE A4 < 309%NEC R IAAIM < 309%NEC [5G 40 = 30%

T

Pl
L B

AML-Mg MDS AML, Mg~Ms, M,
ANC: 2 FHMAZAHNEC. FL R EH AR BN
2. WHO #5%

(1) o2 8 R 46k ( A% ) 28 0=>20% , T % B 4 AML,
(2) YEHFWEX AL EBEAM AR RAFRHE 1(8;21) (q22;q22) \inv(16)
(p13;q22) 2 t(16516) (p13;922) ML X t(15;17) (q22;q12) B, BY f /% % 40 . <20% , 4, ji

BN AML,

(3) #A % ale #7% S By AML & 3697 4k ¥ AML Fu MDS, 2 5 2 % %] 4 4 % 31
k253
AML FAB 38 ( 3% 4-1-1)
I MO(REMAEBRABMANE) FERLBAHRERERRTRERE, LEXF
BURL K Auver M B1ZWA B ; R4 4 f POX 7 SB R E MM R<S5% () ;2K KA

| CD33 K CDI3 M #4 B, R 40 B 2 A7 CD7 AT Ak %% 8 MPO B,

2. MI(AMaaehmAstE) FHESHEKR(]IB+IR)=>90%(Fa R
2% NEC), R4 40 POX v SB e 6 HME R =5% (M) ; 4R U T4 M B 4 M
<10% .

3 M2 (ahmpanFEHoohE) BFHESLEAKR(IR+TR) & 30% ~

©89% (NEC), 4 M I T E % 4o HOR 41 > 10% , 4% 48 J.<20%

4. M3(2MHEHYumpEEahE) BHPURENZIHREESRAN N £,>20%
(NEC), % #>50% A HARN —BK RN aRTm PG UTERRARIRD  H

BT — R A AR KRB . A% R T A M3a 44 BUR A M3b 41

A,
5. MA(AME-EH MM E0E)AUTSRER:
(1) B # R4 40 1>30% (NEC) , [ Hr 40 i fm 5 40 % 40 0 | o B o 40 4 40 i B 3 o o

Pd 2 M & 30% ~T9% , I 4 Bk B 24 4 B >20% o

(2) Fo& A M2, B FHE 40 KK E A4 H>20% , B 5H A f b R 40 ROk B

B =5%10°"/L, Rtk H WA EH [ (11.5x4)mg/L]3 KRB W B ML EH

(2. 5mg/L)3 i,

(3) MAEo( 2 e mp A mmHERER AR L) RAA LR M ZA KA
4, B % B M kL 48 ML >5% (NEC) .

6. MS(AMEBmmahiE) YHNER,

(1) MSa(kpeB) . & #JF 46 4% 41 L =80% (NEC) ,
(2) MSb(#oaHB) B M JE 4 % 4% 4 <80% (NEC) , H R % 4h M B ik # 2 4

7. M6(AMaamim) B#FEERESE=30%(NEC),H# 4 48=50% (ANC) .
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8. MI(AMEREMEaLE) FMFESERSN=30%,nF 4% 8B AT ik H
A, Bfk CD41.CD61 2ot ; mERFMAEATHEE TR, FAFMERR £ & F 3
EEEARBERARES .

F£4-1-1 AML g Ex#

RE < _ i bR
A CD34 CD38 .CD117 ,CD133 HLA-DR
R4 i CD13,CD15 ,CD16,CD33 ,CD65 ,cMPO
A NSE .CD11c CD14 CD64 j ##§ .CD4,CD11b CD36 NG2 [a] 4

B 240 i CD41 (MmEFEE M b/ Ma) CD61 (1 ZLFEE F M a) ,CD2( M RBEEE [ b)

A1) CD235a( MM BBEEE A)

AML WHO 43! ( % 4-1-2)
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. PR Mk 15 7 % B AML :

AML £ 1(8;21) (q22;5422) ; RUNXI-RUNXITI |

AML ££ inv(16) (pl3. 1q22) 5 t(16;16) (pl3. 1;q22) ; CBFB-MYHI 1 :

APL 4% t(15;17) (q22;q12) ; PML-RAR« |

AML £ t(9;11) (p22;q23) ; MLL-MLLT3 :

AML # t(639) (p23;q34) ; DEK-NUP214 m

AML £ inv(3) (q21q26.2) % t(333) (q21;426.2) ;RPNI-EVII -

AML( F #6 E# @tk ) # 1(1;22) (p13;q13) ;RBM15-MKLI -

AML # NPMI £% (%% %) ®

AML #¢ CEBPA & (% #r 4 )

2. AMLH#EHMELERFHXEE

3. BT X AML

4. dE 4% %A AML(AML,NOS)

AML o e A

AML £ 4L &

AML #4411 &

AEREEZ AR A ILF

AR M A i

Adir B

AMEBEMK A LR

AMERENLAE G LF

Ao AEFEHEAENL

5. MEAAE

6. Down % & 1EA X% B R 47

EEMRE FHEA(TAM)
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(ETO) b AML B3, 2 75% 945 B FiHim 64 40 i

BAEFESE AR B Y Rkt X §e
e ik EY, %L KRAS NRAS 1 KIT f4k
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T A R AN AR P R A R
t(15;17) (q31;q22) PML-RAR« F77E T2 6% i AML 556, W, F 48 K £ H 7
ShoRL A o . oAt b WA R R 17
SRS, W 1(11517) 8L 1(5517)
t(9;11) (p22;q23) MLL( 5% MLLT3) FFAET2 7% ) AML 55 5], 5 508 40 i 1 1
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MLIA MLL10
1(9;22) (q34;q22) BCR-ABL FAETFY2% 1) AML 8%, Filf5 %
t(1;22) (p13;ql3) RBM15-MKLI FAET41<1% B9 AML 5 ] . R A R BL40
WG E AN . PR 1L i
£
inv(16) (pl3.1;q22) CBFB- MYHII FEAET 29 8% I 50 % LA F 1 3% 119 50 % 1)
. B 1(16;16) (pl3.1; EAML B ;AR A ARy,
L ) P BB AR R RN KT T I R,
kG R4
inv(3) (q21;426.2) RPNI-EVII FAET 2 1% 9 AML J7 B, K2 85% i il

f i /AN BB R, B R T 2
B BRI A, FF AR i KA AML o B —
fBCAF OLSE L, BiJE %

K 3. Ak s TE RS I G S, N — A E AR TG , AT g AR S T A
YIER AT U — S ETG . 2R E R ORI 11q-, 0 FAY #4875 FLT3-ITD 3t [H
AR BRBUGE AR .

AMMMEE S NRHHERE

UTHREFARBE%:

L AR LARAE, REK AT EFHTHXALR,

2. BEFRATO0 X,

3. 4L B 48 A F 50x10°/L,

4. HHESMRE, P RWHERE A KKk

5. BAMTEFRETEREMR.

6. FEFEFRMAERBEFRLTFRE (F4-13),
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#F4-13 AML MEHMEEEFFRSTFEYEIE

G %% AR NTERE
FilE B 4F inv(16) 5% t(16516) EREHR,
t(8;21) .t(15;17) A FLT3-ITD f) NPM1 %5 ZF & 85 b (1)
CEBPA Z5{v & [H A2 78
TG o % IEH %R t(8;21) .inv(16) \t(16516) :
ISLAG+8 P4 C-KIT %748
1(9;11)
HAth A E LY
BEAR BRER( =3 FEEER) IEF AR,
ARV N R Hph ) FLT3-ITD
—5’5(‘]‘)_7'7(‘[—
1123 5%, BRoh 1(9:11)
inv(3),t(3;3)
t(6;9)
1(9;22)
[[B)3& 4 ] tnfa] 3897 2

BB 1: AML 99877 BUIK .

& AMLIGIT I — B BOR B SR IATT , BRIk RALSIRIT , B bn (i 8 2 o R 75

SE4 G fif# ( complete remission, CR) ,

(—) F#<60 %
1. 767 38 fn 45 5

(1) ¥ABERMTR-HTREE2 TR,
; 1) EFEMTHH, 04 % F EF 2T & (IDA) DNR B 447 % I & M # H04 (Ara-
O (H3TFR).

WEBRERBT AR

2) B=ZRYEEHM(HAT) REFHEFE Ara-C 97 R(HA 7 R) .
3) HA+EFF X A4 4 %k 49 77 % , % HAD(HA+DNR) \HAA(HA+M £ B %) %,

W7 25 43k 7% 7 B A7 H B Ara-C 100 ~200mg/ (m” - d)x7 X, IDA 8 ~12mg/ (m* + d)x3
& .DNR 45 ~90mg/ (m" « d)x3 X .77 41 % % (Acla)20mg/dx7 X \HHT 2 ~2. 5mg/ (m” - d)x7

K[ 4mg/ (m” - d)>3 K],
(2) #AHE Aa-CHIFEFHET T £

1) BEFX X744 (@FIDADNR) RS AR & Ara-C, EF XA HI XRAH, FER
F#;Ara-C HEH1.0~2.0g/m*,QI2hx(3~5) K (%135 K&K 1~5 %),

2) LHA+E R X 4 4 5% % ¥ (4 HAD % %) .HHT.DNR F &% R AR A & ¥ %,
Ara-C 374 X % 100mg/(m* - d) , 8 56.7 £# 1 ~1.5g/m"*,Q12h,

(3) ERFR.

2. AT IR R R 2K 96 9T A K M AML

(1) lERFR
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24

(2) ¥AGFFEBTE A TRFE2NRE, T UK S B 49 M % % K #% & 7 (G-CSF) .
1) B3 (4 +E IDA DNR) = & B 2 25 4 5K & A ) & M 0% 0 5 (Ara-C) (0 3+7
%)o
2) BEZRYEB(HHT) B AR H B PR3 (Aa-C) By 5 £(HA),
3) HA+E IR 24 4 4 % 1 # % , #» HAD(HA+DNR) \HAA (HA+Acla) %,
107 26 4 2 7] A7 7] & Ara-C 100 ~200mg/ (m® » d)x7 %, IDA 8 ~12mg/(m’ « d) x3
% .DNR 45 ~90mg/ (m® + d)x3 % Acla 20mg/dx7 X HHT 2 ~2.5mg/(m" - d)x7 %[ 5 4mg/
(m” - d)x3 %] Mitox 6 ~10mg/(m” - d)x3 X,
(3) Allo-HSCT
(Z) F#H=60%
1. £4#60~75 %
(1) MR — B F BT (kR PSIFH0~24)0
1) lEKRF R
; 2) #FAEFE Ara-Cx7 KB 4 IDA 8 ~ 10mg/(m’ + d) 5 DNR 40 ~60mg/(m’® - d) 5%
 Mitox 6 ~8mg/(m’ + d) (BT 743 ¥ %, THE 27 R).,
3) ARk E Ara-Cx7 REEA HHT 2 ~2. 5mg/(m? - d)x7 Rty F % (HA) .
4) /| & 97 +G-CSF,
(2) e R —MHFoE = (PS>2 4)
1) lERFR
2) /N E 97 £G-CSF,
3) X#FiEF
2. FR=T5 S RATEFMRFEIHIE
(1) XFHEFT.
(2) /NI &E 1697 £G-CSF,

BB 2: AP BURFE IR A (DFS) b i, ibZi0t 838 HEA T4 — B BEIR T , RV MRS 16
I7 , EB T AR ST ANE LT 4IRS AE (HSCT) o [RIE XA R G IR HEE 52 90, J2 B 52 S o
LB E T, T HANITTAYA 5B 3 LR B MURAEEEE , WA S 8k AT TR BR
it ZETE AL B P AT I SR AR PR RS (MTX)  Arra-C. ST 175 BAR K S R 4 I 200

AML 8977 805 e

1. RE¥TahARAS BHFARAFPYRAM<S% (ED T3 200 MNHZH
E M), % Aver NMEFoHE S B MFHFEFE
2. BA¥RAEM(CR) BANAHAFLTELFARA, MERH L, BM & 07
F I, M 4 5T 0> 1. 0x10°/L, fn /N AR >100x10° /L,

3. Mt R EM(CRe) BT ALCHRFFNALERELERKENE
HHA,

4 A FAFELEM(CRm) HLAFENFFPEAARNBENER, TEZATHRT
M ARAREFRAFARRARANEE BTERANE.
‘ 5 BA¥RAGAT OB E kT2 KE(CRI) &4 CRWIEKRMEHARE,E
AT R R 2 <1. 0x10° /L =, /N R K 4 <100x10° /L,




6. MoZA(PR) o 20 M I % AF & CR #rofe, M40 a0 M H ) 5% ~25% ([ B
REITATHES0% L L), E417 W Auver /MK, K B 4 # 40 i <5% 1 57 € % PR,
7. B KRR AFEBTEARMEE CR, EELFE PRAENEH,

g 3: HBEGIITIAT R .

BE— Bi2Wr s N SE BB G b7 . B E A R, B, W LSBT HURYLIA T,
AR IE# AL T B . R PURYIEIT 3 ~5 RIKIRI A TRt I % B4 T1i7.
JUHX TR O M EE, B E LN 3 RAERIRIT  KEA TGS, kgksesh
FTHAERIRIT S REWRIEH .

L. SEEHA TR A ST &

(1) X &5 (W 2 B S L J) A T B SRR ) R L R A T R R I 25 S0k 2, mT S HE T 4 0 4 00
P AT AN SR+ 2O A . DA AR F N Z i L5 7R | F RS Ul i 5% 5

(2) HITaiRLTAL B E A AEAS DI RE (AE 2€ R AL, IF . B 2 6B, il LDH, I | bR PR R , H i iR
(Na® K" .CI" \Ca’* Mg™") ;i CT .yl [ 55 B A A LB

(3) MHGnJC CNSL RIL, RYT RIASVEAT H ONE 8 46 A, J5 A 2 B 2 isf ] B oy T 1L 45 46 15
57 471 JED A0 £ 5 L 0 L A T

2. ZHBELT DA 7 (DNR 60mg/m’ 1 ~3 K, Ara-C 100mg/m’,1 ~7 K)4BJ7 , 1bs7 A ]
BARST 5 A REARERE A ATE T AR, K 7KK T, 1 5000 & 6 BR PP a1 20 MR /5 A i 5 1k
BEHR, R R, AT 45 T2,

3. ST R G 5 Kz E MBI R, Rl 38. 5°C , [l 50T 12 W W 3 A R, I AR AR R : (1
4 0. 8x10° /L, H R 4n i 0. 4x10° /L, Il 1.3 (1 80g/L, IfiL./’Mix 22x10°/L, F LA itk &
BN IRIT , Rl F G-CSF F+ H 41 MG yT .3 K g B RIRFFEET &, Mk 40°C , £ M9 , % ik
WA, B8 HR Al UL, Jf S AT 2 XU O B 5 AL, 7 il ] o) B B S 3 W, S B AT R CT 46 (]
4-1-5)

- SN

B 4-1-5 BEITEHECT

ST R G PR AR B R i ST S AR R L, 3L R BV EL I L 4 T HUEL I 2 IR 3
IGIT ARSEFREME 200mg/m” , Bid , B HANAE (W AT 45 F Z#E B R B U A | R R 2R ok F
IFHEE) o IRYT 5 RIG BB IR EH , WU Z 5 M B AT B e, 10 K e 2 A CT, L &
4-1-6. H IEIRIT AR, MRS ELE ILEIAIT .

RIFEE UG 8 RIBH ML H AR AT 1 50g/L, ML/ 4x10°/L, Sk 82048, 1 AT L 1f
61, WU i B RCZE A A SBE, BB % VRS 00 B, W0, % 8 SR A . BT LIRS
W) UL A0 ML /NVBR S RTS8 IR AR A AT AT 4



r e Bl N EXIFART

FHITFHAMEXFATRET TR A8 foa kil & /7 67 RET R E
Ao BRP HMZFHEHATHY LHNEHE,

AML 8 # R 34 R

. EhFEFEFREYERE, EFHARBY , B A NBAEEART,. EHEZRY

2. I THAERD BREZ TV R FAEZHREAMRERSRME, EREAAF LA

3. AMLEF AR WMAFREF _ERINALEERTE, MAETHE.

B fe] 5 3

L. RBEFHIALIR, FEREZFASRNEZERERES,

2. EF AR FRIIABAEAX RN EERE  EREHF AL HFFRE(T
MAXTTHEFARF N EFAEL, ATHT0O% ZEHEEF) .

3. BHENGWAERAREAL, FEENRERAMR AN o, @5 1:5000 & 4 &
FLBETRTERE, REAER T, B AL AR AR T8RS,

4. TFARWAEAFERESFRBE Lo E HR . FTE TR DLALHE, LER (D
B B R HATHERREE R,

5 mARERM, —MAEFEAMLETHEFALTHEHFTG R E R
6. fhifiE & 1 /Bl ot 38°C B RrA 4 B S, Bt o e3P AL | b K 5K At °T £ R AT
MY AEER ANSELRFREZ AR AR L XEARL,“EX2HE", EAF
BETAEREREST

1. HEARERNEACBRFEERERRRESR AL £,

8. HEXRBHEHR(IID) XA XEHH S FD A LHREEFFEIIZ.ERK
FREMMENFE, 2B (KB ALRE . EFLE) RO U AxHENAN%
Bo M ThFEFRMUERK KXEREUS EHELN, ER LA ROARD , TEBTUT
B H 4 F A0 0F 2R 56« F 9L o 58 K % (galactomannan, GM) R Mz & M oy B & ; | X
# (b-glucan ,G) KB RAREUAKENRER G ET T, RRAARERLMNBERE . LRHE
BREWNRE YHEFWAORF REMETATRA . AORB . GEERUREEZN
ZFRAEERE(K41-4),



x4-1-4 RRUABRCEHEREGTRR

R T 1 AU I I I
| B Gy | o RWEID, | BBID | U, T | BB
kiR | - Rl . R +
BEERR = F/P—TUAE 3 F (A R AR R Ik Z RS 10 K LA

b ST SR R R 1 T 4 RS A L R PR B PR R A 3 A
90 KNS T A0 A S R 0 il 70 B 25U R R HECA
SR S B [ AR A SR SR AR Y R R )

e AR AT + F O —TURFE il R R R R
(g CT. B |3 50 Rk, 1k
SRS B 2 1iE 5 25 SUBT A E F % iR R

%)
Y - GikM/GM | HLUEK
bR K% /PCR | s H
BRI | (S
sREEFRIATE | FRPAYE

RITHRE BRI S&RIEST BiBGRYT | KRIGIT CWIESNEST| HARGIT

© LA UL WS/ 8 A R 5 0 14 B 7 S5 347 TR 5 DK M T D) . o 4 B,

| 2013,52(8) :704-709

IFD: RZVE R BT ; G X% : (1,3) - ; PR RS I ; CM 30 - 3L H iR R B AS

AML BEH I X FFE T

1L ksl GHERBEUEREANE, P EAMERRAFESD B Mk, B
i 41 & & =80g/L, i /AR = (10 ~20) x10°/L b Z 4y 4r 40 M0 . /b AR o AML % 0 3%E o 3 dE
WS 4 5] APL;{E AML W in & 3 B ¢4 JF B 3 2 /MR 9 2, B4 # 7 (10 ~20) x10°/L
ME, BOSEFEENRRREOERATEEABMBBIT,

2 ARt . SEZHIARERSaM WM EFEETE RAR L THE A S8 . Lul
R MR E RS ESE., Bk, NEER DE, &Y ok g1&F 60g/L, fu/MEF 10
x10°/L it 5 F BA Sk 4r 0 L ok AN AR & o o

3. fEGEKTREAREHESES XL EMAMNBTE, K& 0k 7 435 &
WA X BHEWAE £ (TA-GVHD) , R A A L KK 38 835 | 3 48 fn 4 1o 48 96
b R R RAK (0. 1% ~ 1% ) , 181t % 2K 4 o 4 B 4 7T 0 B Mt 4 o P 89 1 ML 3K
S E MR T Sx10°8 T4 97% bA b i B % F K & HLA F A %R KB i | & &
|20 ~25Gy # y 4t % BB & 4 7T A K B 1k HLA-C %408 Bf 3] & #9 TA-GVHD,
| 4. MARERBERAML AT WEL, 5 HLA M SRR A X, 6 5FH B A,
FEEDIC RN SHEERBE AR, Al GHATTR ESRBHR y HEABRSTH
Wb X e HLA AR 4 ER N, Boh/ MIER BN AR HLARRBHA W
AR ER. FRREXRBNDIRET A ER T LEARURBE LA RKEK, XTHEE
HEFAAHAREHAO IR, BA R MM E LR ETHBKEZ RN HTA
RE,EMERA ML T WL HR, R TS AR REH MR EL A E B
MARBMEEBRHEER, K—BJAEKR, AAELALFEATAEA, BEAMA A F R
MIBER S FhIMARRERERES~T X, EhlER ERAELZHRENL, LT
R TL-11 TPO % ¥ i o LUK A d /MR B9 4 8
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BB 4: BITRETHE

HEBFEAAITLERIG 7 KA A I F AR 40 0. 7x10°/L, s 4 g 0. 2x10°/L, 1f £1. 7
1 71g/L, /M 10x10° /L, 5 25 B B4R/~ A B0 40 M SRR BE R 2D , oF T JRCRG 40 . ¥ Il s 5% B s
KE () SR B B AL 0. 01% . fLITES UG 12 KBH MR FFRIKE , i 7 HLER R (4 2. 2
x10°/L, PRI 1. 7x10° /L, 14172 [ 80g/L, [/ 62x10° /L, F A5 Al G-CSF F+ H 405
7o WITEHUGE 14 KBH MBIFHEWKE , L% MR 40 5. 2x10° /L, Fh ¥ RL 40 i 3. 0x10°/L,
MM 408 [ 82g/L, il /bR 150x10° /L, & F 8% MR R BB £ M (& 4-1-7) , A M &R F
gkt (N ) #2758 0.85% (& 4-1-8) , e (R AR /R E W BB (B 4-19) , r F AW ¥R
FLT-ITD #FH

B 417 BEBMERA

2

[Ungated] CD7 FITC / CD117 PE 3 [A]

© 200 400 600 80 1000
Forward Scatter
E4-1-8 BEEREREORIE)



WO ar 8

18 XK K &x as xR Al

DA QR MO  AX AR aa

" 15 % 7 "W

iR aB A A - e .l

" » Pl n x ¥
46000

B4-19 BEREEIT

EEMEIhBIR
BAMADA ZEFFEME , XA DAAE AT, FHE Ara-CAE2 AFRE, TR
KK BIARFRBALM, 2SI ERS 0FH: & A0 22. 8x10°/L, $h 4t i 10% ,
fr 41 % G 90g/L, dn /I 41 10x10°/L, # & & b & o 3% AN
[ 1670 5 ) Z B H ik —E 2 M2
B R AEEHAMIEE S Ak gm0 s e Mo TAEY% .
L EREWR A A REN AR TR ER R R L R IG A 230, % M B4 AE 4 A b B B S
B SH o IRVRL A L N 4 TR A8 KBE R o B 40 i EL 51 B SR 04 v, LA DR BR (45% ) R4t
AN (23% ) £, B 3% . EAZH M4 8K 4-1-10, POX fHYE, SB fHE:,
NSE fH¥E , NSE-NAF il il 5 FAYE . ®1264516 : AML-M5b & & .

B4-1-10 BEEERA

2. WisKHAESrEI (& 4-1-11)  CD11b.CD13 .CD14 ,CD15,CD33 .CD34 .CD117 fH#4,CD7 &%
43 FRPE .

3. MU fEa: (B 4-1-12) 46 XX,11q22-,[20],

4. 5TFHEM)%:  AMLI-ETO(-) ,CBFB-MYH11(-) ,NPMI1(-) ,FLT3-ITD 35 (+) .



-

(Q) gmz & n =

g

[Ungated] CD7 FITC / CD117 PE

[Ungated] CD117 PE / HLA-DR APC

[Ungated] CD19 FITC / CD34 PE

2

el el

>¢
1

”

"

c++]

[Ungated] CD64 PE / CD14 APC
atec) COEATE [XDIANT.

gated) COI9 FITC / CO10 APC
=)
e oW 0 w
CD19 FITC CD33 AITC
[Ungated] CO71 FITC / CD14 APC __ [Ungated] CD35 FITC / CDS6 PE
= g =]

22

€071 FITC

CD8Ss FITC / CD11b APC
]

& 4-1-11

H
L

fos

"

ERAEEHE

YR,

12
"

- A LR
n 2 X
4600 Hek 114g22).
E4-1-12 BEZREEDT

€035 AITC
_ [Ungated] CD61 FITC / CD2 PE
I S




%mﬁamﬁ(@

REE 2 MR PRAR AT, T A, 40O Al 2 0, S e R AN IR A% 2%, r F AWK
2, AP FH T2 N AML-M5b 2% .

ERMEIRME AML 2 E] R 45 =

1. £ X% AML % Wi #r7& NCCN 2011 44 & i £ R & X T2 &M (CR) g 4
A EFHFHEAA DB HRREHE L AHE>0.050( B ERwABTEEHER
%) S A S I A R L IR .

2. it AML S iifrE OREFEFFAT2ANEARKCR;@% 1 X CR E6
MNANELEQOF1ACRENAFAR BRI EBFFUTREHE; @2 kK2 %
UEEEH ;O mEERrE,

3. AR ERMAMLFERE, EA A AWMGREERA. BEHX BB FATHEM
WHARK, HRES  FERREFER; PUHEAFEHE LB 14 M3 Fhfi 4
- FER8% ~29%, AEEREETENEEE KRS CRI M KA M kiR A% 4
| #=60 % CRI ¥R — W HEMER, T REAH 0 EME A K

[ 1B 6 ) Anfal 34 yr?

BEE: BETECRJG 6 MANHREBE L, HE NP LMERTE AML, MW 1 (A 15
AfEE UG 250 XA VB R A I B L CR 5 R R AT S 3K H) HSCT, 3% 8 3 vk
FLAG F R FRKESIRIT  JE A B 58 8 i, At UUR 5 BT i T4 BB R AT -

e A R e T R

L. R 2K U 24 o 3 25 4 Bk B 1T T R

2. F KB Ara-C AR KA T £o

3. # i F 48 o #% 42 (HSCT) .

4. B A 2 B Ak A

5. FelEm BT AN LB %

Ja VA 77 2 i T ORI AL TR W B, T A R R O %

e iR B X AML 69T 7 % :

L ERAERFREXXW AR HAHARNT T RRMAHG WA &, o4 DNR % %
IDA \Acla 2 Mitox, 2 An i [ #6977 77 % & F 1L 89 2 4 40 HHT | 3 5L 3% (Flu) (K36 98 4
(VP-16) ¥/ m¢ K (AMSA) REK & M A =M T 44 %o

2. ¥ AFE Ara-C HBR & — SR AW R o FIREA B AR AL B 1E 3 58 o oT
BFo

3. BM#HHE HEBITHY AR G-CSFHELAT G/C MmN AI, A AT
oI 2 M & Ko

4 HBEMT T EHEERELHFER, 25 RAUKE BB MAUANRUL)E
REHF

(1) ##<60 % ;% 8 fl: ODFLAG 7 %£:;@ %, A | & Ara-C H & [DA/Mitox/Acla/
VP-16 ; QHHT+Ara-C+ EF X 4 41 QT # 7 £ OF kB,
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0~5 % ;Flu30mg/(m’ - d) , % 1 ~5 K;Ara-C1 ~2g/(m’ - d),Flu fl 54 Nt ERH,£1~ |

BHONABERETUBRER R AA KN %, IDA+Ara-C %,
(2) F#>60 % : 5 KRB FROEXFETXART F.
BHONARGEARETUBRAEAREARN T £
5. 7 EFH
(1) FLAG 7 % : Ara-C +Flu+G-CSF ( GM-CSF) : G-CSF (GM-CSF ) 200pg/ (m® - d) , %
S R, BAE3 A,
‘ Flu 2 —f R £ %4, FLAG % £ &7 Flu+Ara-C 4y 32 F/w Al G-CSF 4 ik ty , & H
WATREELRY AML B W2 ERFH T £,
(2) CAG % % :G-CSF(GM-CSF)150pg, & 12 Bt 1 K, % 1 ~14 % ;Acla 20mg/d, &
1 ~4 % ;Ara-C 20mg/(m” - d) , 2 A K TS, % 1 ~14 X,
(3) HAA # % :HHT 2mg/(m’ - d) ,% 1 ~7 X[ % HHT 2mg/(m® - d) , 5 H 2 %. &
.~ 1~3 X];Ara-C 100 ~200mg/(m’ - d) , % 1 ~7 % ;Acla20mg/d, % 1 ~7 %,
‘ (4) HAD % % :HHT 2mg/(m’ - d) , % 1 ~7 X ;Ara-C 100 ~200mg/(m’ - d) , % 1 ~7
# ;DNR 40mg/(m’ - d) , % 1 ~3 %
(5) &# AHE Ara-C 0977 K :Ara-C 1 ~3g/(m” - d), F 12 A8t 1 K, %1357
* %4 DNR 45mg/(m’ + d) % IDA 10mg/(m’ - d) ,% 2 4 .6 % 2 Mitox 5 VP-16, # Ara-
C2~3g/(m’ - d) & 12 MB 1 %, % 1~6 %,
(6) ME # % :Mitox 10mg/(m’ - d) ,% 1 ~5 X ;VP-16 100mg/(m’ - d) , % 1 ~5 %,

(& &)

B3

b4

L RS M FEST & A S HERER A L% (HF 24 P 4PRL40 I 5 1% ) 277 458 (2011 4R -
ek ] W2 247 ,2011,32(11) :804-807.

2. PERZRME AR TARAL. R0/ B R R R R AR 12 AR e 567 IR (4 I #5137
W) . AR ,2013,52(8) :704-709.

9N DTERAD RN A s

Za bk FL4HRL 4 D L% (acute promyelocytic leukemia, APL) 5 AML f 8% ~10% ,90% ) |
B 15 SYEa kR 17 SYEKKR, LA G t(15;17) T AR I PR 26 4 40 i 188 4% 27 5 1k o
5 B 15922 F ) FL40R 40 L 1 1fiL 7% ( promyelocytic leukemia, PML) Z£[H 5 17q21 | i) 4E A
52K o F: [ (retinoic acid receptor alpha, RARa) & 4= 22 B P HE, JE i, PML-RARa fil & 3E[H
H.4i#% PML-RARa fill 7 85 [ BELAT 8 78 40 0 434k, 400 ) 572 4hph B B 40 i s , 3 1l v e o L
SrRiAn i R HERR, S BAPL &4, K ELABE M ALE 57 % FBE L Mmoo R, EHEREH
F APL 43 B 2E o JE A 43 THEAR 19 1R, 2 SLsX4E A B8 ATRA FIEAFAR ATO 538 (6] 36 97
APL Filj5 K AW, 70% ~80% f&.4 Al FRAG I A S Tl fEYG M. {5 APL f8 & % A ™ 55 %€ ifiL
SR EA ST i, RS RS, i — B2 APL, NS R RS R R, R e %



e & & Bl

BRIMNZER
FH3BY FTRREFMRER]L A AAZZRV ]I X"#EAK, | A, 85 4L
AEFATRIT B b GHAZ AL, BAZR,ZOEFHER, ZRBH T, HA®
SR ER,E2FH:WBC 1. 5x10°/L, Hb 87g/L,PLT 25x10°/L, X 7 % A %k B MR T,
HRELRE, KNMEER, REKR, L 54 AHEEML, LB FF, RAL LR,
(1818 1] BaRA s, B E R EER S W A i
B BEFFEIME, ERES, BEEAE, T E 5 Rt im it , Ti2Ey 2598
S, R S, S i = 2R B ST R R I AR G RT BE K, W B R BE R 2 WA 1 RS
PRI AA  SPERE A5 . B S St 4 40 i 2 IRP B Bl 44 A 5 55 25 A AiE MDS [ 4 1 ik
AR I 21 86 (1 /R PNH ., [ L% %5
BEE 2: [Pi2B LA HiA A B R B 2 R, R R B A RMR 7%, A LK 2 45
TRTTR AT R EF TR (WA R ) AR B B i R B, AR 2 B
Rkt BT R O R BRSE X Bk B AT R AL A O 2E . TE R Tk L4 I K AR E .
B 121 R v € 2 VA1 1 R S = 1 e
(1517 2 ] ARSI, T AT MR ek A 7
BEE: Ak, RGO, 2 ERBHELEREM K, KB LER. £ T ke w
L IEERIMEIE R , 25K, TR R B . IR T AR . XUT BE/K i, AL RS R PRSI g
B2 TRERAE,
1. MEM+RALT+E40H45+2%  WBC 1.2x10°/L, Hb 85g/L, PLT 21 x10°/L, 44T 2% ,
40426 B 4RE 6/50 , VKL 2/50, bk EL 4t 36/50 , BAZ 4L 6/50 ([ 4-2-1)

.

E4-2-1 BENFMEDESE

2. M#EEHHF PT 15.6 b, APTT 55. 7 #,TT 31. 8 #b,Fbg 0. 8g/L,

3. 4tk BHRHE AR 67TU/L, &4 2 5 & & 74U/L, Il ¥ 6. 64mmol/L, £ 2. 9mmol/L, 55
1. 9mmol/L, :

FRRE 3 il K IEGE - R SRR , LB R i A 2 I PR SR B, Ak T L B Z ) | S
ML EYAEAR , I PR _E N 2 B 5% 18 SAA | B 9 s 5 0 FR U S f 0 , % LA Y Ifi Oy 9% 3R
BB E LT E Y APL, ZRF I — LKA, SMaE I E 40 53 28 W54k 40 i 6/50 , 1fiL 8 % #L
BEFE N2 w BEBE APL, 37 BIVl A Beois s 6t 608 E Be OB, e A BT 2B SF
Kidr, o KR WERRNE . F ARG E ST HA, & B 8% A PML/RARa FISH 3
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E,FHMAFRBLEANFERITHN

Ak s B H L E AN EE P 2 & PCR 5.
$RHE : APL f8E R EEBE L 57 75 % A B0a vk L, FRISE T RAR &, 112882 APL & BR
PR SEFALTT A, LR 10 2 V4 3 o 175 , 5 R O IRUBS: B v B 0

@ =% 1D 3%
e % RS E R

L BHREBRAWEREX TR RABLRRAESF, THEL RFTREXT M
RkF R, XREEF FEIEREmEE.
2 FERRBLNEREMS Mo, TAH®E K% AEFE,HBV-DNA B ¥

Hw BATEEREHA,

3. BAERFRH L HBED , wH R KERE,

& R K=

1. AA 2B, RALBRITERD, BRI RER , BHVES TS BALE
R A R E R R Ko

2. KL AME NAFALREHTTLARYRAN.
3. IRP BHEFHMER LR TRAAKRELTRAE B S45&, FHM+ Bk E 4

Ik
4. MDS FHEKEHLER FHAREZ ¥ARAJELAR  HLBFEHRE
@%#O

5 RS REFRAREL, FAREFELMA RS BI9 B, i R VA d K

£k 3 X

WELSROIR
. FHBAF(HRIFEIALEBLRTER) MAEBREERX,G/E=94.5:1,%
ARERA AFEGOTHEMBA L, 86.5% ,Aver I Mk % L, POX ¥ & 3% falt 100% ,
HhA LA BRI, EAMIEA K 6 R(B422),

E4-2-2 EHBMEESH



2. BB (HIHEIAZHBLEETEIR) 24 91. 7% & % 48 JoBE4k ,CD13,CD33
CD117 Fat , 4T 4 sm e A A

3. £# BA RH Atk b ®MALARFF . D-=R4K24.27pg/ml, 3P KB (+),
CEARER., REZENE CTREREKKX ITREMAAETHELAREEEY .

(B)& 3] iz & Wi A7

i BEIER A, BEMMEFH , FHESRURE O RAR 4R £, 5 86.5% ,
Auer /IMAZ WL, POX #8558 FH 4 100% , G5 73 BUR 91. 7% R0 40 i §¥ & , CD13 .CD33 ,CD117
PRAE , 2825 G 2 Wy St R b 40 ot 1 i o B 60 32 05 75 4 i 1 e €5 Ak mlg a5 25 P51 PR -
YT HETH ARKF, H R Yo (k5 £ PCR 45 K 275 4 AT/ H LA_E45 577 |41, 1M 5 FH 2% %
JEAEZ4 28 FISH RS /T 7E 1 A TAE H N1 B 45 58, BOW I PR & BE#0i2 APL B85 17 i i
PML/RARa FISH, AR 12 3% F1697 .

APL ti5 8

: BAWAPL AR A FERAMEEERE 1(15;17) HERLF LY ¥4 EF PML- |
| RARa W4 B0 9 # i % 2 & APL, F # & APL % K # PLZF/RARa,NuMA/RARa,NPM/ ;
RARa ATAT 5b/RARa % 4 F 5% % %, |

(B0RE 4) 18 A i 6 T7 5t

APL {272 2 4~ L TAE H (FISH) , 5812 8 3% 1 57 B A FZE A BR ATRA 20mg/ (m’ - d)
T6IT , BTGB I Dh RERRAG , FEAR RISE T3, JnuESKE APL, (=AREP AT,

SRR O FHAE A BRAT, 07 A 508 78 @A 1 , 5 A XS . BF RS .

([BIRE 5] 8 3 pi A7 P2k B 2R T 1 e 2

§Ei2 APL B, MBI B 5% A B3 HluAE R , (BA B0, A T il X408 % &, i WA
BB AR v R, R A AE R AR R

Lo il AR IRZY Ao i (L ANBR (L | ¥ 00 45 ) Bl T , XHU ik 2 GF if 35 5, PR AIEEK
i i PRGE  F s )  , F A  f A AAR

PR B A D12 APL (R, — AN HEFE 1 40 5 R R, IR B K EL AN IR 30 3T
T,

2. FElER R BRI R, T e AR T P IR SR IR R 2, A 0 T iR
FLRERIT R E A S R 2. 455 M8 KPR, 3 FTOR S 74 A fl e £ 38 47K
B, AR 2R 1L .

BRMR S hitrizE, 84 GRBATRE, i T
WBC 1. 91x10°/L,Hb 94g/L, PLT 32x Py, m:&#%fmrafm‘r'ﬁ APTT 32.1 #,TT 19. 5
# Fbg 1. 4g/L,PT-INR 1.23 ,AT-TMA 102% . FISH =14% .PML/RARa fa &,

(153 6 ) i s & HiRIr I R

#12 APL FBE R VPl O IETh E , 45 16 Sh itk 28 BT Pk O i A5 R , 438 5% 2 A B/ ) BT [ 3%
JHCPY |, [ st {4 o TLMAC 446 0 R 24 0 ) £ 38 6 S BB TR 32 LA B3R g BE Rt ALy , BT 7 T2 R
BRE 4 A RAUES .

AR 32 LR SERILST B9%112 APL B3 0 & e dE T E B BE M4 .



R

df

iy fa b BE  Bgagifits W2 ML/ L .
ik <10 x 10°/L >40 x 10°/L
H <10 x 10°/L <40 x 10°/L
i >10 x 10°/L

$#ERE  FLT3-ITD 225 A ME A APL & il J5 22, o8 HoOAM R it $OK - E &K, BB T &
fEd .

ZBESE NP fEHE, KIE S RYRAREA LR ESIT M. S e xR ER, kA
ATRA 20mg/(m”® « d) HIR+ATO 0. 16mg/(m’ + d) Fhki%E+DNR(45 ~90) mg/ (m® - d) ¥ ki
ST o [ B KA IR | HERF K e i P55

[ [B1& 7 17 it 72 b ) 45 4

R M o R A ACER T B e AR B, T R A R, 4201 U0 W af
e, B 15 APL 4l K E WA R A& DIC KU ! ZhJE i 5 40 5 25 7] — Rl B & — K, B fE VR — i
TESS 4 ~ 6 JA] , I 40 i 3+ 280vk &2 I 64T

ERFEI X

BEFER3.00 £E5BALS Rk "Rebowab R 1 K, 4FLAm R, RIEELE
THEREME P FLEE  ERBAEM,BHREAELR L LBRK, B4 HF,
HILFXFE, S LRHZH, 0/ Lhe, H4k, RIKK, & LA A8 T L0 ALK S
ER, AR SR, RERSART]

2% 7 :WBC 1.91x10°/L, Hb 92g/L, PLT 28 x 10°/L, i % % #L: PT 12.3 #/, APTT
34.3 #,TT 14.5 #7,Fbg 2. 0g/L,,

BYBRRAABRT M EZIF, FHEZAHS LT ERAA L LTRERER, 5 XEAE
At BRKATKMCT AHL W, ERR T AMNTATSHEEH(EH4-23),

B4-2-3 BEXLMmMCT

[ [B]5H 8 | APL B &5 300 th 03K , 5 IR W 26 5 I HiE 7

L iy APL (& VIR 5 & A= Bt o, S5 R 382 i 4 , B it SR BT i it

2. ATRA BRI ELEAAE , KA 32 25% , 216N ATRA 1) 2 ~22 R &H, RM Nk
i A LS K e 25 i e R A/ H R T R i



$NE A i ﬁ(§§

3. XM R G LR , T2 R o 41 2 R A

(1803 9 B F BT L RHE?

APL B F &I MN I, FAETFAREE R 1697 b LB K B 5 R 25 (R <736 97 0 3, A it B AR
T AL /MR B i PR S B Ak i

PREE : R F TR S, 9] 23R YA R , 45 I A, 8 U0 e 15 A5 1k

ERE7 X
PR i iE BARERAERTETEEF A AR EH L, LELMCT
RTFhb Bk, RLHE H bk, EFHE2 XREKBEHRA S, HE38.5C, LR EEK,
FHBEMNE, X Z ik, RN ¥ 2kg, £ % 7. WBC 13. 1x10°/L,Hb 97g/L,
PLT 56x10°/L, f2& 47 : 404 9% , F %h %2 25% , 0,4 ¥ 24% , 5% 45 29% , #k & 4m il
12% . fedtFMEKRER,
()& 10]) & 1B RS2
L SMELREIE (4E A BREGES1E RAS)  RARLA 25% , ZRAFEN ] ATRA 52 ~21 K, it
RURI N : A0 MOIG 5 , R B AT 1 P A i R] 5 M RO A8 R FE R S
B T
2. JidIERe A7 v R i g s ), A BN A R CT, B U R A A 4 25 4
Kl REF AE i & .
(1B 11 )R EWRIT L anfa %o
N FH ATRA 55 - fLid B 845 RAS, — H 3G 7 b R4 A ATRA , fin I b ZE K42 10mg/d,
HEEN S5 ~7 Ko EI 40N B A TN BT 258 OKFC R R A L 2 4
SBE MR Z A PKE, HP A i P40 R0 4 Ee B B 2R B SRR 16T A 2 Bk S AR R
W1, f¢ RAS B AT 4REE)7 T RS .

RS 28 X
BA—MRAARIFH hFHN WS E RFTA ACLERALAER AFZFTH
THAF BABAETKR BER S N2%, F4%0.5%, P44 9% , B4 %5 48. 5% , K #
28% , 9 vt 5.5% ., ¥ & %hk LA R F, PML/RARa @4~k B # 0 & b A 5% B 9678/
10 0003 1 4% 600/10 000 # 1 ,
(B 12) BEFEIBIT IR
/S a4 B CR J5AT4k4E ATRA 20mg/(m® + d) AR x14 K +IDA 8 ~ 12mg/(m’ - d)
Jikii i x3 K sk DNR 45 ~90mg/ (m” - d) ##kif i x3 KILME 2 yrfe, 100 e 46 i ik & JE A, #5420
PEN B ALEFHIATT . ERFIRIT B : ATRA 20mg/(m’ - d) FIflRx14 K, 4K 14 X (5 1 4 H) ,ATO
0.16mg/(m” + d )x14 K, 4K 14 KIGRIFEF Ex14 K (52 ~3 NH) IEF 5 A JE 1, 19 18] Y 0
PML/RARa fil &
( [5): 13 ] Gnfar B v A P 28 2R 46 3 1L 7
FHSFi5 CR R/ R a4 BN LTS/ WMEZEL 3 K, A BE N MTES/ HEED
6 K.
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(D) #mz a n =

[APL 23 Hi2E)

HILAPLE
ATRARYT 1. B4 SHRAIT - YlIE MR
2. # ik . FEE A0 Bk
3. Mt w4k
4. FHEGR £ 15K A s R,
4113t 45 % PML/RARa FISH
A
[ 4657 #H8% + PML/RA Raflh £ SEI5
¥
ZHAPL
fE B B4 2% E
Y
[ FHIWIT | EH AL
A
SEWUEIPML/RARaSE i,
MRS RYE T S9RTT
(F1&ih)

1 2R EYNIE A

0 T B 4 MY F IfILS ( acute lymphoblastic leukemia , ALL ) & —Fp i i T 84~ B 5 T 40
JHL 0 0 4 ST e PR, R LI ML S Y 2 — o R S B o A 4 i ) 44 A
R FEUEH B 880938 ML) B 52 240 i, T A 42 330 10 /)N B 08 20 0 o o 20 M o 2.
Iy 0 407 T 2 490 s T 352 2 A AN [ L, UG LB U S L R I IR B AL, DA
177 4 BEAE B I R R . ALL 32 W7 B 6347 1k PR 3 B — M B 1 - 1 8 8 1YY 7 5 6 470 2 31 119
TEFE , 5 AML 600, (EARE 45 T ORTE ALL BB . 7EJLE S ALL & AML /5 % , i /£ %
ABHEA A ALL {X5 20% . ALL 2 Wit P A24E IR 13 %7, & 15 % DUF BEA P i i W
9 A B P BOE SRR o O L T LB (B AR (AT 4E I 2 AT R0, A = A 2 ~ 10
% 15 ~24 ZF180 % LA b ALL & —Fp 5 B PR B , AR 48 S B 40 U 7 43 78t 1% 27 vl 73
ZRR ., X4 A A 64 26 4 2 W YA T il € 43 2 9 M IR IR 9T 7 5 L 4 1 AR A 2
PSR A F 25 | DR E 25 70 Bt 3R 7 R R I ), DA TT R4S i FE AR ST BCR . A ALL A5 2%
R Y 44 (Ph Y e 4) 1 ( 57 ) BCR-ABL fili & 2k PR 387 DU ‘B 30K -5 i 20 1% 08 6 410 6 77 ( TKCLs ) 1 S
FE R 3 1 T 40 M B AR allo-HSCT) . AL ALL 36 97 49 5 O3 AH X B, # 4 & 5 BilE A R
G o {7 R AR A LA B SR AT T A2 P 25 A Ok . LB B IR 9T T BTl 450 90% 11 L
B 40% A ALL BERG KA, EZRAUEER. W4, B A UERERGRE
T LR B R AR 0 TR, gk R 2 M B R R R IR T A 5 I ACAE , QAR R L 0 R A K
P M
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R i g BRITBER e 4 lan
EHAt,28 % EH R bk Fullihd R7H NSRS, &3 RTLHLHE

SIStk Ak R o, A FRB G IR RE, HHBSRERS aE AN L FF.

& e 81. 1x10°/L, st % & 93g/L, s 4 27x10° /L, REPHZES APk FE, L

B RmoRog R, MRS, R AR, RS A A, R R, IR T, K

BERER KAELRL TR, EHARAAS L, REARER, AL D F s hit s,

REDFAHEERE, A2£:14% 4-5K/30~35X , AAAZERTFHES, &

W E—FRE2FWATREEFAALEY. FAEAL,

[ (E)RE 1 ) idat b3R8, e T BE MW AT A7

B RE R ELE, ARG, 18 AR A B, B I A /AR 5
SR (ITP) (AT RE, TP FEREA LTI 75 8R4 , SR v A A B K i /INB, Hb — M E %, 41
st 0B P G P

WBC 785 2 JF 45 57 9 I 40 B 71305 4 , %4 T WBC FH5 #5628 B oM 35 1 40 ML B2, e
Ye 259 SEUR SIBCRAS PSS SR A R L R Go s , 1B (R R I WBC 5K
— R MR S0x10°/L, HLA 1 B AR S ATIR I, %R AR LRI IR, 5 8 &
T 1L 2R 6 P T 0 T 2 L A L R B O B S A T

BB 2: [AISHNE EIR A RY R b IRZY S, SR i o, A 2 R ML,
REER B Z 1 AR V0T SR FRESRR, 2R BRSNS HIE B X
N B PP B bR o AR5 2 2 S i, AL e I 42

[[E1RE 2) it — 5 W WL 7 , T AT R e

BB AR KT R R AU BRI A =AM B 4, K AR 1. Sem, iy
1, S . DU R kA e L, A 1 ~ 2 B B B R B RS A5 i, A A .
BER Y. BEFRSNEIE R, FeK, T 160 S S Bk . D R ok B, MR F 2 45, BB,
T4 3 Bh TC iR

ALL & lik FR4FAE

ALL i RAAA R, ERTUEBEN, R4 2 AMRHF. K XA % UTF AML,
— R B T BT 8 B AL A M B
; LA ZH BERESAWER, FENEETUH FAMHAFREE LM
| RS RHER,
2 i SRAARAENE, PEETUA NS, S e E AR E R ROk
BT VS TR et 3
3. R# BEAKEFRANKAA GOFARBARRERETTIRLA,EF
SHEBHERNTHERRHEE,
4. & 07 4 M TR B R L
| (1) BH:4LALL 20, §FEnBapRaER BBRLYR G LFaBEd
CHEBT K, SREA BRRAYAN, PESEE R ARMF AT SR N R,
| (2) 9 B4 A0F M A ALL ok B 45 B A B8 AML % L, 4o B 4 Bk % JLF T-ALL,
(3) £ AR 0B B A% LB ARAE, % LT T 4 ALL 8 B LR ¥ &
SHEMMESHES,
(4) HMHM: PN, WRE AHL WRE X TEYE,
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B2 LRERA,
1. i H+E 445336 WBC 83. 61x10°/L,Hb 87g/L, PLT 20x10°/L, 4MJ& 1fi i K- £1 40 i

G2 SR AR AN (20 SFELRIE 7 49% | BERLANHE o7 4% , I AL o5 47 % o

2. MEEFER
3. AEfedEdR.
4. BEiFHRE REBERTELNETHEETH. QFESE R Rak( Bl

) o FAEYE CRIR] PCR B i 28 2 9 005 0L A R 5 2 R A BE R 5 2 ) o

ALL LW =0 E

L m#H FLHWALLEHF LA FHEEARRD ol MRS , L FERR
BMTFHERADFEREAEHRERGEE, WL HAHRITHRNEER, A1~
1500) x10°/L 7 %[ # 4L $ % (10 ~12) x10°/L] . ALL # tn MR IR & 5 % 5 e o AN &
TR, xRN FERERFRA DR AR FERAE R, “TEHHOTE L,
PEEXFEVHHNALDARR) B EEHERERKE, TLTILE ALL,

2. hBEHAE WPHBELFFRERE, TLTF3% ~5%hBEH, ASH N TH
e ALL,

3. £fuiets AZHALLBEAWMAIRMNEE(IDH) A/, HE A h KB REE
EEAEMXM, AhRARATENEEY L RBRAFAR, B RESFES R R T
UHAME N FE R AP LN RE 0B S0,

4. FHMFRRE HFRAMADFHBRFEVATEETARER L AZERAF
(morphology) . % # % (immunology ) . 47 il & 1% % ( cytogenetics ) & 4 F 4 %1 % ( molecular bi-

| ology) A B (B MICM) 635 B, 41 B 893 % M3 F # 0 6 4% % % 7% & MRD 8
CBRMHAETAEENEL, BAREEND T T AR RRE W A

AH#TERCR, R ESAA L P T ARSNELF(R) S RER, TULES A RAFE
FER N EERLEFPREFERE, ERHLARR mREMNELALRERE,

%D 1"/[]‘ “D': rf—r———r——r——— - e —

BFHMENBRRABIRMNEEER

| HEHAE¥ HMRHVI¥FLNMRVE ahAmey Lo, WRAG LA EEFH
FRNERHSEPARCFRECEDEES KAMBRE , A RARAT(FEBER)

2. RE¥ RELBRHVAILWEEFR, LRBE/TE MRD Gl RAMENTH,
EHEHAX-EWHFERI AR EMOES T — RFI 50K, REBTE W R R0 5 ik

3. k¥ HERERANRBLEFHEAMN 6 hmERATHEE T, 7K
FHREM;RAEARR(FISH) TEATARXR R RAARERREARENESL B
REAZRAEANEHR AR ERBBREMERN RN

4. A TFEHFRM * EEHE PCR,X B PCR(real-time PCR,RT-PCR) . Il /¥ . 2 B 3%
FAEBARXF  TUEHRARIN S FRE, X LHARKE T UL B AL 40 M % 15 % &K

| FISH B4 &, 35 7T LUB F R M

ERAREARERONTRANERARIE FANLERBENHRAREATEAHER,
B AT R A4F KA AT E LR B AR A T PCR % 2 F 4 4 48 9 2 R A EDTA 40 5 47 A
7, — A IR # K 10ml BY 7, 5405 B 40 A . WBC i BB fKi B & L i KB,




gms A o & ()

B3 REEREHEALER?
AR 1l R AN ST JE A2 Y A M 265 I A L , 5 ST B o R e

HESRBS

1. @wiEisds EF,

2. AfedgAT  SUBRAL £085 864U/ L, #2 T BB 885 707U/L 7+ &, LR EF .

3. AT HEE

(1) W AS - AEmBIEAMBEER LR L ARBIHL 1, KE 7 FH
£, R#(18.5% ) B th#8(65% )#hC.fmfe & 83.5% , iz K X M AR—, Bl migh ;i
REV,ZEXREE ABEZEAH,BLURK &,k EFEL,F2HATL; £ POX #
G 100% Mk, B @ AR AL, EA@mIE3 R/ (H43-1),

(2) R ZF 94 84% & ShARBEIR A Bk & & ik, ik 5 3] % CD34 85.9% ,HLA-
DR 35.9% ,CD19 99.7% , cyCD79a 44. 1% ; 3 4 3§ 47 4= CD20, CD13,CD33,CD117.CD2,
CDI14 % CDI0 4% %34 <20% ,MPO %& cyCD3 % ik #<10% ,

(3) miedithd . HA SR A 46,XX,del(9) (p13) [3]/47,XX, +21[1]/46 XX
[6];FISH 3% K4 BCR-ABL @24 & B 4 M,

(4) 9 FAHFHRRN . 3T PCRERKRKEN I G hmF Leaks A H#FK PCR B
Ak AR B2 R K IKZF1 NOTCHI ¥ ¥ LR B EE,

i e

ai a8

B 431 B K-S EFFRE, 1000

(B0 8 | % E ML HIRM A7 J& TR

BB AR O RO TR AP I K B SR R A0 () SO AEAN I, B BT S 4R ALL-
L1, s sy BIR B 84% M S EAN MU BY (R B ik Rk, e kg 46, XX, del (9) (p13) [3]/
47,XX,+21[1]/46 ,XX[6 ] ,PCR A A 2% WL iRl S S R 5 R A iZ B E R IE FAB 53 Bl M A
ALL-LL, #i 4% WHO 43 BUU2 W B b ELBE 20 M P 9 ot (EAFIREEY) o

e

ALL 2B i7

FAB 2B 4 J7 46 %0 (20) 40 #E bk B 40} = B 7 #% 40 L (ANC) 8 30% % XL # ALL
YWitrtE, WHO 2 X P BB ALL i BEW A R AL I E25% . HMEB R F

75
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C HHAERHERENOUTLIAMARTHSEKE B, ERE ALL ik E B R 7l st & T
REZUETHEMAEYLXENETFR, ARLEZE TR —RKFENFRLEN B, BT —&
AN B P A M 25% L B ALL, T 25% A #HEEELEH%,

eBo : -
ALL 7 BUFRAERY R I

% & . # [ , % E ( French-American-British, FAB) # 1€ 41 -F 1976 4 i Romanowsky %
WEMEFREMEF REODFHRADN BRI BEADREKE SHAEREE
S HUABFELREN ALL 5% L1 12 13 = AT, B friE #h FAB 28 . FAB 4 & #r
REEBANBRASE ZEHNESKEML AR AhFHEd L BiFE,

FABAEW LI M R2ABEMAAGRENTEXEZLRK  EWNES R AHFR—2 8
i, BEMmZY N ALL thik £ 4 F K. X &E Romanowsky % 1 & )L X 4 ALL f2 AML,
A G A A e, — it ALL By & i 5 40 L 69 33 4 b 40 B8 (POX) 7%/ 2 (SB) JdE 4
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SBRE Hafi T pre-B(CD10-) 34 T(CDla-,sCD3+)

I A/ TEL-AMLI ( ?) t(9;22)/BCR-ABL HOX1112(?)
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Y B R PURYIIEIT . B EIGIT T B Rk BB RO SRR R AT R A IR
ek A . ALIT AT EEA S E 208 R BE AR B B A Il ST
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PP 22 R G (CNS) (20 GRS IRBESE. P FT” B A A9 BBl & ALL 3897 0 A ] 2 i) 34
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TR IE B PR , DA S DL AL 9 25 T A A e '
5950 B E TR AT I RN 9 A T o A T BB RO 7

2300 BT B G PR R 0 AR K B S o LA R R 2 AR P A R e

BT AR L BE R L AP ZERRAE SO 240 s O J 3, DA B 2 P |
3 LAY LRI R0 . Hb TSR A KR R

AESZ 0P A s PLT TR BEA I, T BEAE 35 T A2 B P 1 1, B0 8 3% M0 AR R AT i

it SRR | B TR M L S0 G Leasp JOO0EL i LA ML SH BE 5396, (A EBURMD

SN (50 £PAE AR LA IE . — L% A 0 2 P L, BRI S 40 L AL A B

Wik ARSE oh TR AN Z 0, A B A 1 T, W AR T G-CSF S s, |

57 S L £ B P2 LR 5 A 4 :
4 WEYMGARIR AOTIR AN, LTSGR AR

RV IE 3415, 2 U MM 0 P A LT S0 JRIR BRI e |

PROEAE Loasp WAL KT o .
5. FERAEMAE A SN AR T I Kok £ BRI R o RS DO R

ALL T 15 5 388 50 4 R LA 8 9 LA 20 42 AR5 L0, 6 25 76 497 TP 0T, O ey

AL K 5 B 40T M RMAE 9 OS si  A r LA4L SRAR LA B ) K VA7 T PR R M.

PR AR AL TRARES (5 1L W65 VK B IN) K W77 BRI . 5BV e AR, 2

LB e SO 97 2 1 29 L 24 4 T390 0 L 55 0 9 DR R L PR i 255 1 245 RO 28

L 4L R LA B ELEIE 28, 5 7 A P AT L J B A R :
RLF ALL 035 FALITJ758,90% LA 1 186 % FHA97 2 ~4 JA T2k CR. (e At |

3 ~4 FZ5Y), EIAMIME NIRRT, 25 AR o AEAILR ALL A8 AEAT o o BRI R ORI

TR, Tt HBE B SR |
6. FMESLA MRD SR I ZEVIUCA LI RS I L AT IR TR R b e

TR R S P, 10T 52 MU SR B AL (MRD) S 45 :
MRD 2§57 1 L5658 % 2 LTI B15¢ 2 R (R MRS (IR R |

AN APIRS , 75 P AU v A RV 1 LA, S5 WEW MRD K 5 FIRAgemeik |

A FISTC BN L T B A R G AR . AR % SUBCRISMBT LA, FISH 4 |

Ry TGS A R R IGHERT MRD K GUBHERZER . SUBNEL, B ARIRER I (PCR) P |

SRANMIA (FCM) HyERRHG RN T B E R MRD K =7, (AT i BT s |

A0 e FeM (LATP) 52 FCM 4G MRD IS ERY, oK SLFFI T FCM KRRy s s ReL il

EATLE 95% ) ALL SR 1 N3k 1AM LA LAIP, 34 MRD #lilbRat |
LA E AT R 5 1Tk A 6 PR SR DR 9828 (A BCR-ABL 1) , IR AT AR RQ-

PCR J5 3%t MRD 377 5 KW, ALL 803 it TCR Fil IgH 3% P T HEds 2 9% 1 1 MRD glbic, |

FLHURPERT 3% 10, |
(G0 10 BRI ALL 936747 MBLE A 7 2 42 :
1. Ph e kA ALL (93897  Ph(+)/BCR-ABL(+) ( A4 #xJy Ph Yo (A fH#: ALL,Ph" |
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ALL) f& ALL # WAt R i 2 — AR A R AF R KZEHE N, LE<S% ,RAH 15% ~
30% ,E4F BH AT ik 50% LA b, Ph'ALL Y5 R —BONRTA B RWAY, o] HEBE R 5T IR
Fiko XA ALL BUS B 45, 15 B & M 8AG 0 1 57 (TKIs) H B2 AT, KA A
20% AL AEAFIIL 8 A .

TKIs 5| A Ph*ALL J&¥7 2 J , A R 32 i e 2 JR Y I PRI 28 76178 = A7 Wi le) , — ELig %
AW F) Ph(+) F1(20) BCR-ABL( +) MR R IF4EHK-G A A TKIs AT AR R CR R ZE 95% LA |k, {H
AHAT AR R TR A BEAS . BUBY Be— 2L - Ph* ALL f936 77 B 64 TKIs Jo Bl 4915 5
IRIT G BEE: allo-HSCT M5 . i1 T allo-HSCT #EAR A Ph" ALL J& 57 o E X E R AMEA, I R
SRR RE A R E RS B R A . AR AT T ~2 D HURA S TR HEE A S R
Wi (UCB) B A, X T AE TEA S b [ A REFT allo-HSCT f) Ph*ALL /87 , #3Z[F] Ph™
ALL BERM AR B ST A0 TKIs MEKCEI6IT . 4EFRFI6ST R A TKIs (AT LUK & VP JF RYL
J7) N E CRFED 2 4,

4% BCR-ABL (A X 38 58 8 (PR B HEATIRIT B9 1 FE WK 4-3-6.

%436 1R#8 BCR-ABL MESR R EORAHITAIT ik

A% RITHERE
T3151 HSCT sl ik 58
V2991 . T315A .F317L/V/I/C REHRMLT LR
Y253H E255K/V \F359V/C/1 BUERILTRY &R
H e KA RBEDER/ R ER/ REEE

2. Burkitt JREIE/ 1M FAB 43 BD¥EE Burkitt [ 15551 5 ALL-13 %Y 2008 4= % 7 ) WHO
432645 Burkitt W B8/ F ML A A AL B 40 it i 98§ ( Burkitt lymphoma/leukemia, BL) , BL £ 5
JLER 2% , SR ALL #5% ~9% . Fi A BEBIA c-myc WREM P AAKTEHE, W 1(8;14)
(q24;q32)-MYC/IgH it 78 sk 8 0 WL A 1(2;8) (pl2; q24)-Ig k/MYC 5K t(8;22) (q24; ql1)-
MYC/Ig A,

BL 283 14 15 I 97 490 MO 444 7 3k 18 s Bl AM IR B 3, 5 & 4k CNSL; &9 B i 88 1 o5 K, 3897
& 5 R MBS R A IE. BEA SRS T-ALL R f& B-ALL 4 [R (91677 S us , B EAIK, H
CR i R A= e e # b . SR A B A9 MTX Al Ara-c, [FBBX A HoAh ZFp 25T A F7 KK
% . HAETXT BL B3AF — R AR (3 ~6 A ) A FZS R ZU4LIT , 40 HD-MTX (0.5 ~
8g/ m’) \HD-CTX(M4MR425 , FIit 1. 8g/ m’ B FRBAMERK 0. 8 ~ 1. 2¢/ m” ) B il HD-AraC
(3 ~12g/m") ,&54 VCR IR VM6 I ZE K 4R 5 YT . BL IR R E R, K
IR 2 UGS BME 25 A M AEHR G YT . 80% ~ 100% i BL % 5 #3k CD20 Hi i, fbr Bk &
CD20 i siREHiiAa] i BL {5780 dh— 24 H . 5 BL B & BUS HI XA v1 28 LDH /KF %t
BRI R SRR B CNS BB R K.

ZBEWETEY

AL & WBC 323, F i B K4 9mg/(m® « d) Fis 6 57 ,WBC ik F M, Hia
2 | Aot MR F G MR 1. 47x10°/L, P Hed tm Al 0. 37x10°/L, o 41 %% & Tlg/L, da MR
BxI/L(mizE). BHBVARFHAEYSE, RY KT ML & 62% , MRD 3547 4
71.95% . RFizBHFTHELFTHBME B LI 4 VDCLP 5 £ F1L57 ( AAKRAF
H BB T50mg/m’ % 1,15 R+ X PRELF £ 8my/m’, F 1 ~3 R+KAhFdmg,
1.8.15.22 %+ & BLh:E 6000U/m*, % 11,14 .17.20.23 .26 %+ K K 4 by FA4 72 7] ¥
BEFEEF). RTBRRIANTELEMILRZ N, F9 X A BRFRMAE R L H
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B BT REREETRANL T GCSF ARt hg e, afw At LERH
RTFELALEM MRD 4547 H 107 KF B a4 TR SRR GFFLTHY, ELHE
8% 60 R4%F CAM 7 EHLE — & (S 4k & CTX 750mg/m’ , # bk il i, % 1.8 K+ T4k
A 100mg/(m® « d) , #AkiliE, % 1 ~3.8 ~10 X+6-32 % "% 60mg/(m’ - d), W JR, %
1~7TR), ALWEE 0 XL TFEHAFMX 5 EABALTF—A(MIX 3g/m*, F 1 X),
A5 1) B O IR 6-75 2 2% 60mg/(m® - d) #» MTX 10mg/m’ & J8 2 k677 . % HLA B A
#BEEEA 1A HLA 2486 RMFHH AR EH K THAL ALL, £ B % 120 X
#F BUCY Fi4L G 84T T R AR i& o Fafefbth, T MM, RRFLERY, B
WG 2 NNAMBERES,
(1B)RE 11 ] eyt i 5 A B 5 A7
ALL {75 54 4¢ B2 i WBC 80 4l f oy i (L 2 45 R UL SORIT A K. BERRFH
FET-AY B R A B X R A AT AR B T . ALL SNRRYT R 2.5 ~ 3 AESS U il
3~6 MATTISEA—K, EA PN A ML HL HhE i 402 A ek | 0B a7
BETE A M MRD f54r 2 G RGHE . 5 FZEHFEEE K, REML.
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RG34 FISH, Yufafk, ZEPCR) 3. WRELS
1 E24
[migALL

VCRFE B i &

2. ARERFRFH KA TR 30007
BT R H — R AERRIA YT, AT LABE
A VCRFR R R E

-
|
|
|
|

¥ Y |
BT BT ,
(VDPHEREHI 77 H) (B 8 JR A VDP N 2R (75 ) :
|

¥ |

CRER BT REALLIAFH CRIETLEEL AT :

1. &% A REMH~3IT R : FSRE B TR 1. BH AR : KHAEMTX, Ara-C 2~41 '

MTX, Ara-C. L-aspJ7 F2~4N7 72, 5 1. MRD ¥ IR BRSO R 2107 [

SH RN 2. CNS-LIIBi ¥ 2. K E W Tallo-HSCT |

2. YR LR B B LA R 6 R AT 3. (R B R B 2 allo-HSCTER 4E+F

allo-HSCT: A 5. 41H F A i B AEMRD VLR '

A& 7T LA 4T auto-HSCT I
|

L |

AT R (CRIS 5 24F) '
(FEAFTE: 6-MP+MTX) 1RO R SR, 1] LUK A I
|

|

|

|

|

|

|
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ALL ERBTT AR
ik 97 7 F (R WBC=50x10°/L, 5 & FF 1 bk B4 b A VA &, U 66 R Fab 97, LA B

BB SEN K A ) B BUR #OK (KR 60mg/m’ R M E K A 9meg/m”) BRI £
CTX 200mg/m’ , % & 3 ~5 X,

¥ 2 B+ B (VDCLP 7 %) : VCR 2mg, # 1.8,15.22 R (1. 4mg/m”, & A £ T # 1t 2mg/ K ;

R K 3 4mg/ k) ;DNR 40mg/m” , % 1 ~3.15~16 X (RFEMH A . & 14 X & # %
C E)REFRAFLEF(IDA)8mg/(m” - d) , # 1 ~3 X;CTX 750mg/m’, % 1,15 K ;L-ASP
| 6000U/m’, % 11,14 17.20,23 26 % ;% B # Img/ (kg - d)x14 X, % 15 K F 4 (15 ~28
R)F UMK 1/3 R BR G

HE BB % A 894 CAM(T) (HD-MTX (HD-AraC Fz HD-CTX % 7% %
» CAM(T) % %
CTX 750mg/m’ , #% fk # £, % 1.8 K (£ aAHHEK) -
Ara-C 100mg/(m* - d) , B fk# &, % 1~3.8~10 K,
6-3i 3 % % (6-MP # 6-TG)60mg/(m’ - d) , /R, % 1~7 K,
> K #| & MTX+L-asp % %
MTX 3g/m’(T-ALL ¥ fn & Z Sg/m’) : # ik # %, % 1 X, 10% 45 MTX 7| & 7% 30 4
RN, 2235 M ARR, T K12 DB BT, LT B4 F CF
/ g=i .
L-ASP 6000U/m’ , # fk % % , % 3.4 X,
> MA 7 %
KA KR 8mg/(m” - d) , B hkHE, $1~3 X,
Ara-C 0.75g/(m’ - 12h) , #fk#E, £ 1 ~3 X,
» EA F £
R4 38 # (VP-16)TSmg/m’ , # ki, % 1 ~7 R,
Ara-C 100 ~ 150mg/m’ , # Jk# &, % 1 ~7 X,
» Hyper-CVAD 7 %
AFRE(EL13577%8):
CTX 300mg/(m” - 12h) , % 1 ~3 %,
VCR 2mg, % 4 .11 X,
MEE SOmg/m* % 4 %,
HZE KA 40mg/d, % 1~4.11 ~14 %,
BHF(#246877#):
MTX 1.0g/m’, % 1 %,
Ara-C 3g/(m’ - 12h) , %23 %,
¥ % F % 50mg/12h, % 1 ~3 %,

(X&)




gmg a o (V)

ZEXM

L BIU, Rk . AR 58 8 AR JUAT - AR AL HiRfiL ,2013.

EHRE. ARLEER]) . 5 2 R bt AR BA R, 2010.

Lichtman MA, Beutler E, Kaushansky K,et al. Williams Hematology. 8th ed. USA :McGraw-Hill Professional ,2010.

AR B A 2 S 2, P DU P2 o VR R e ol 2 5 2. o R S A L A B e 2 W SR 9T
THRILR(2012 4ERR) . 4RI EF 24, 2012,33(9) :789-792.

S0 R PEBETE A i

PEAEREE A M9 ( chronic myelogenous leukemia, CML) J2— 7 LA 78 3 4= O 3 A9 16 1M T 40 fitd
BN, 9 SREKRKE(934) 5 22 SREERKE (22q11) HE S LT R T M8 T 1E# 1
22 S fa R BP 1(9;22) (q345q11) , B R Bk e 544 ( Philadelphia chromosome, Ph) , 755 1Y
PRt 4l Mk f5 AR E. 9 S fafk F i ABL B/ 5 22 S Qe Ak | i) BCR i [H fil & T L B4
BCR-ABL R ZBUW 1Y 4> T2 250, B W P fP Rl & 25 82 BCR 25 E 4k 5+ 13 (b2) fi4h
HF 14(b3) 5355 ABL B EAMBF 2(a2) TR b2a2 F1 b3a2 BIFEEH , 455 P210 ;20
BLEY & BCR 25 FAMNBF19(el9) 5 a2 JE ALY el9a2 RIBEH , 4% P230 2 (4 ; (i T BCR 3 [H
A AW R A 5 ABL EE B AR & B A N RIRE. REPRMESEORIZ RI0ER) B
AT IR 0 B R BRI TS 1, T Y0 1l T/ 4H 40 Mg — 2R 5 6% 4H M 1 58 L 0 O AL RS S, AT
e RS L £ L 2 A R T A B A s R A M R T R R 2 A A i v, 3 3B CML i R A o IR &
B A0 0 7 Ah A 1 53288 v AR R AN BN B e K B B AR AR BE VR BR . I S 18
PR A S . AR BT 3 ~4 A IE S 2 A, A B
H1~248EF3INA,BEFA3~54F,

e

BRIIZER
EHEEHIBY THERAAGMBIEHINATHEAR. AW, EX RS
o E R KA, AR E R, & f AL WBC 18x10°/L, Hb 120g/L, PLT 300x10°/L,
BE LR RR", FARTEEAARAMETHET, 10 REEREX, 3AMAH,
BEAARERLE ¥ WBC 12x10°/L,Hb 123g/L, PLT 382x10°/L, 2 A&, & H £
B A5 S HLRA BT & e F #L: WBC 28x10°/L, Hb 124g/L, PLT 455x10°/L, J3F B #2 : %
MEeg 3, BH RAEATRIEEIR, RELEIRIT, Ik E AR, KR EF, Bk, A 2N
B REN KHEERS, LEEET, KA A%,
([BIRE 1) B st , B & EER WA h L ?
BRE 1. WBC 14 & 19 AT il 5 5 A a7
WBC 14 & AR 7 00 i 40 it i Ecis dn , BE45 60 S ERAVALE, & BT RE R B . % F
WBC 4 sk 4 PLT 34 & 8 & B e BRI E B 40 M S iz, an gk (25900 | I iR SR A ot L iz
WORESE ARG A Z BB R GEHA , A0-E BERG T YL I8 , G0 4548 1 58 14 H 1 (CML) FIE Bl2F
“efb%,
RBEE 2 ARYETTREAYG A, TE A 06 (] WP o2 7 AN il 22 A IR 4 B B (K OE A ML A 2
)20 N A i ) R A R e st IRZS s H R R EHA, REER, RERAZ K
A HT 2 EIERR AT T RRSER . AR R R T A IR SEARAE . 24 i 40 i
THECGR B, A AUIMBURL R - 4R B 526
[ B8 2] g A HhiL I, SEME L SR AG 2
B AR —RIENT, 2R BMREGGE R LMK, W& TER. BHIMEIESR,
FH, T B kR o PR R oA ik K o R P At BH P AARAE
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NEmE A m &

BH2: TRERE,

1. Il # L+ E 404026 WBC 42x10°/L, Hb 110g/L, PLT 547x10°/L, {4 48 i 53 3% : [ b kr
AL 1% , AR 2% BRAIRLAIE 4% , FPAEFPIRBAM 1% , Vs it X 40 i 42% |, SR 40
il 4% , FEBRYERL AN 8% , MERRYERLANN 8% , Kk E2 40 20% (/& 4-4-1) .

& 4-4-1 A SRR 5k

2. A A5 DhAE PLAR I SN RR S o

3. AHiE BEY, ROKRER) .

4. 53T BCR-ABL fi3 e [H A JAK2V617F AL (‘B AESSMA MR 7])

BEES: B4 T HAE" LeE R i &3 WBC 3475, 677 /5 WBC FEIRE#
MLIEH o SLATHY WBC 38 & W LA 26 5 40 Mo SO 07 flf e, (ELE B iR R A . RSk R 8l
WBC #EATHET G, PLT 3§ , S0 i o w] S SOk 240 M0 55 3 14 A s 8 48 B, o8 ok P 0 40 L v
RRYERLANML = T IEH , W5 R B E M . 75b, B3 TR L RFBRIRZS 5, 3 HR GE IR , 6B
BOIR L , WBC 355 AN B LA £ 2900 S5 7 il 8¢ , 55 B A 008 1 o, 7 S 7 40 i e 2
MorFoER A (Kl BCR-ABL fh & 2[R 1 JAK2V617F A5 ) U512 W o

WBC 18 £ fiE 195 5112 ¥

L REMBER LFRE. G4 ER SEBE. EHRAE,
A4 B 5 JE R HI K & B, WBC 7 3% 50x10°/L, 4h & s o 77 Lok Bk 4 o 2 i, 12
D EESER, b EERER AR RS TEY RR RS KLY,
 Ph %5 tkfn BCR-ABL B4 3£ W 3 3 I 5,
| 2. BB
(1) CML: % f4 PLT M fufl & , LA B AT 0y 40 s f5 S F0 0 T 947 % :Ph e &
fkF1 BCR-ABL @4 3t B A 1,
(2) FRUEFWA AN M ARE, B ¥ FAEE G RIKE LS %W 4, JAKV6ITF [
Mo B 2 % B H 47 & (49 MPL WSISK/L) , {2 Ph %4 {k# BCR-ABL B 46 % H ¥ %
B



gmz A om % ()

F_RINZER
TSR
L BAF FTHEANRER, AEARNAEDE B:2=8:1, REmIE6%, ¥ hsH
Ketm Ao AR AL G N0 B R BRME A G0 6 6% , »F B b AL 4m B 9% , B A% 4m e 90 A (] 4-
42),
2. Mk AES(C R k) 46,XX,1(9;22) (q34;q11)[20] (@ 4-4-3) ,

E4-42 BERAY

BEARRRA . EE Tl 24/ B Tk BWEHEAR . cRBA
" 8 e ir W .
1 2 3 4 5
ic
&8 22 3 ARE- ¥ =2 s
6 7 8 9 10 11 12
[T -~ as e [ ] | )
13 14 15 16 17 18
- 08 . ee . we - .. -
19 20 21 22 % Y

IHTEER: 46,XX,1(9;22)[20]

B 4-43 BEEEEREZE SN

3. 3% BCR-ABL mRNA {4 BCR-ABL/ABL=85.5% ,JAK2V617F [+,

4. M4k LDH 296U/L,UA 471pwmol/L,

[[E)7E 3B E LW A A

B 1. CML 2l LB R

HHE B E WBC 14 = fF PLT 345 Mg oR A0 il o AT 0 28 S A0 B | 8 TR P s 4 i A v
B L0 1 22 B oL AR A W, N R R BE CML, [RAF7E Ph 3 5 40 ( ) BCR-ABL
a5 DN P PR 12 B I A R il A R AT 2y CMIL,

BEE2: 7Ei2Wr CML J5 , DUl Fbr o 24T 505 43 2

CML g 5+ T o & 9 M. D. Anderson ##AE H.Co A5 fEH WHO $rifE(#£4-4-1) . CML
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Gy R HEH (CP) U (AP) FI2 81 (BP) . CP BE AT LIRAE RS A MR 2 2 (hHE
AR SEAEAR 95 % N BIAE L BTN AT A AR BE 2 PO IR . AP B BP S8 P A AN A IR 9 2
A BT S A ) AR , LA e P R AR R A I B A

BEE 3 WA A BN 3 o

BB F JLFIAER , MR 408 51 A A0 F BB b5 , & SRR 400 7 k4 B2 Wiy CML-CP,

i 4-4-1 CML 4 EA%RAE

44488 MD Anderson fiAE 1.0 bR e WHO i
WEE RSB
MW A ES TR
L. S o B A AN L. AL A SR B B A A

15% ~30% 10% ~19%
2. HNA M sE B R A A+ R 2. SR I rE AR 4 A =>20%
Yk 2 g =30% 3. SIRYT IR MRFEE MR FEAR (<100x10°/L) , 5%

3. SMEMPERRAER AN =20% 557 o E i H A9HRSE /MRS 5 (> 1000%10° /1)

4. SR RRE M /NEER 4. 3507 Fouk s i 00 247 D bk R £ 40 188 o

<100x10°/L 5. mEEEAE A RABCRE &4 A A B EN

5. JoREMEAE PR i 2 1 G S R 1 M Ak, 0 (BR) P EE RN &
BARGRIMEN . EAR SR w1 B0 0 6 A
FEAE , 1 R AE 0 57 A2 T AR

2% a2 L—T0 IR

Lo &b JE i B BE R R A AN M 1. SMJE I 40 A BB BE A A2 A0 B R R A A >20%
=>30% 2. BESMELAAN A A4

2. Rl5ME kG A0 i 3. BB R cp e B R kR 4 4

[ (B0 4 ) anfal G977

B mEAENE CML MR HR.

W EA 48 TKI L CML 5 B 28 8 32 08, CML B ARy — Fift a4 il i 8 M 9 , 48 KB
SrH B EAE TKI s HAEIT R A T, A/ B A T3 S50 i W, A4 T R Bt th i B4R . 8K
Jil 8 35 1E A TR X , B IC 5 IR T AR S AR AR BRI 5 0 o

B2 HEEWITIRST R,

AERRAIYI K CML-CP B4 , Bt SRR ME N —KIRYT , & WA HEAT IG5 40 I 38kt % 2 Fn
Sy W, T RO R AR IRR T, A TR TT RN, AT R A A i R U Al A 1 7R ( TKT) | 7
5 A 1 i 40 B B AL (allo-HSCT) il IR iUE .

BEE3: WfEEE—&KIGIT?

¥ % CML-CP [36Y7 L% :

(1) (% Je . #5 BCR-ABL @& 2 ) TKI, {F5# 8 —ZKiRYT CML-CP,400mg,Qd, i
HEasT RN MEERIE AR &, CHR 5 95% ~100% , 5¢ 4 41 8 1% 2% [ B (CCR) HF1 E
B T2 2 ( MMR) 2k F 80% , 8 4EMAEAF(0S) E AT 90%

(2) HoRTKLAERERITHNA LAY ERMEREE EXHRREERCL5HIER
—HRERRAE A CML-CP By—£R 30 y7 v , BLA el R )2 K15 41 U 8 14 24 0 4 727 ROV K 55 0 S
AR ZERIVE RS S (BB Z R 2 ~4 4F AFHEN KRB R SR OBEEAEG B E
5o

(3) FIME o:3E A F IS FF KA RIS 25/ A vt 52 57 F A 58 Je 55 TKI B3 1k,
FARE o TR, o AT 54077 25 an PR I HF s B R A A . 7714 300 75 ~500 7 U/(m® - d),



%ismﬁ(g

BT ST, ELE 1 ~2 4FLL b, THRRAEME Ph 5 BEPEN A4, 2 808 3 AT LARAS 40 M 8t 15 2 )X
P R AP

(4) BEEWR LT FARAR DERE TKI TR o BHMES (BRI GETHFR
Ph Qe fafk AN RERY LE sRIEZRB L (AP F1 BP) B, BE RO AAFHIN 3 ~5 4F,

(5) allo-HSCT 3 +4F34 , allo-HSCT {79 & CML-CP K Hiufi; € 32 % gt 5 %5 Jé <5 TKI L
R, B A AME B A RE OB HE (7 T TKI IR T R MU B 1) — R =R #, (B i TI6 7T % %5
o i EEAE  EREVA D BIERMFMA TKI TR o 45 HLA Bl 25 8 H g HF
allo-HSCT, {H allo-HSCT J2 H i "E—#Rf CML 5B, 7& TKI FRC, B /5 K& TKI BBy akin
FTHN RS, allo-HSCT F) R T B F H2 55,3 4Rl 5 4F 0S Fik 50% ~80% o

[ 160 5] TKI 3677 BFT B Ah -5 il .

BRg 1 G ESE TKI —£RiBYT CML-CP (SN VFAG J7 B AR . DAL= | 400 M it % o
(AL, ZOME 20 NP RE) M5 T2 =2 PG, A RIR STk Wk 4-4-2,

F*4-4-2 HR CML-CP BER A TKI #1777 F0HES WA

ik E2ran 90 B2 R S5 R

xR HB2E1IKEERIN L36.2AAHT,HEERIA H34H 1K, EEHKE MMR; >
K1 CHR Z )5, % 3 3K CCR ZJ5,#LELIQ-PCR 5,886 MH—K
AH1K Wil BCR-ABL mRNA, 4§ 1 ~2
FEREAEREAK, FALLIQ-PCR
SEWI I BCR-ABL mRNA, 3t
% MMR 5 BCR-ABL mRNA |

Tt log 5 #
Tk Mt BE EtRA SR B, £ SMEMmRA,Q-PCR
WBC 433 WLZE 20 3R

ShJA AR AS  FISH

LT HRITRIAS] Ph Bi#E/BCR-ABL fH A9 CML 28 2407 Ph 5345k Del 9q+. U058 5 T3l 8% 55 10 40 5%
&40 42 0, FISH o] FF Wil

BB 2: M AR T PR (3R 4-43) .

#F4-43 CML 73R4

33 LI
JiiR7 o 564 I 2 2% (CHR) E4ifi<10x10°/L
1fiL /)N <450%10° /L
A1 1 ToAE 2R AN R A A
A1 1, P A L 4 < 5 %
Tt b5 R AR/ FAAE | REUSEAS W] ik Bz
YA 515 ¢ 240 i 8% 2 L1 ( CCR) Ph* 4/l =0%
43400 388 1% 2 2 v ( PCR ) Ph' 4iffi=1% ~35%
UCE A 8% 5 S 7 Ph' 4fiffl =36% ~65%
ol IN 0 3 4% 2 Sz Ph' 4l =66% ~95%
TSz hi Ph* 4 ffd>95%
F YA M8 %2 K (MCR) Ph* 4liffl <35%
b FE T4 RN (MMR) Q-PCR  BCR-ABL mRNA B&R57 Rl T =3log,

IR EPRRHE(TS) <0.1%
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BEITBE(—)

A A WG B 46 R 47 3 4 2 400mg, Q. iz JE 2 A Ao W i AR M 51 E A R
£, 3 ABRERHELHER, BF I AN, BHEEHRED 46,XX,1(9:22) (¢34;
qi1)[4]/46,XX [16],4}A s BCR-ABL/ABL=9. 5% [ B B4 R4 (1S) ], %% 6 /AR,
AR J kA .46, XX [20], 4F ) BCR-ABI./ABL;O. 5% (1S)., %% 12 A~ A, Fal
Je @k Az A .46,XX [20], 5h /& f2 BCR-ABL/ABL=0.2% (1S), &5 15 A~ A &, 9 B s
BCR-ABL/ABL=0. 15% (1S) ., %7 18 A~ A 8}, 9} /& f2 BCR-ABL/ABL=3.5% , 4 Bf #E 477
B G AR AT 146, XX,1(9;22) [2]/46, XX [ 18], suBf & A s #Ae 1] o 5 6 B

[ JE1%E 6 ) TKI 347 Fh i e

Wi 2 A TKI 3657 H 8 AN AT 43 9 — 3B 43, & A OURT AV AS 3697 RO, Ao AT LA T30 i 39 77

AR FARIRTT

BEE1: TKIIGTT P, 40 MR AL A 202 9 A 1T 507
KB G RBFFTUESE , 58 Je 55 TKIIRITH1 R CML-CP, 3577 A 3 391 55 9l 45 B3R 97 IR L

XIS R (TCSH A AT TR AR A RN BV AF ) A B WA, R 3K d5c T 28038 IR T 2R I
HIEA R, R R RSN, A4 . A7 2 [ R R R fE AR I T
AT CREIRIT) A Al R s A G .

BEE 2 (FEJRAE TKI —ZK3RJ7 CML-CP i) R BLFAE R .
LI ELN 2013 4F g9 #E77 2EFT ¥R, IR 4-4-4,

i 4-4-4 ELN 2013 XTI ER—%i8/7 CML-CP 09 {&tr

i [E] BT i BT R
£ 2 NA FifEsk CCA/Ph+ EE iR 12 NA
31H BCR-ABL<10% BCR-ABL>10% ik CHR
F(2K) Ph’ 40 f <35% FI(=R) Ph* 40 36% ~95%  Fi(=K)Ph' 4iffi>95%
6 1A BCR-ABL<1% BCR-ABL 1% ~10% BCR-ABL>10%
(=) Ph" 4l =0% (=) Ph* i 1% ~35% (=) Ph* 4 ff>35%
124 A BCR-ABL<0. 1% BCR-ABL 0. 1% ~1% BCR-ABL>1%
F1(=R) Ph’ 41 />0
ZJa{EfaEfE]  BCR-ABL<0.1% CCA/Ph™ (-7 8 7q-) - %3 CHR
- %% CCR
- %% MMR*
- %
- CCA/Ph+

NA=AEFl; * fE3ESE M Yk i o, Horh — e 9 BCR-ABLI % 3%k 5E-=1% ,MMR = BCR-ABLI <0. 1% = MR3. 0 5§
CCA/Ph+=Ph* 4i i L REVE e {9 . CCA/Ph-= Ph™ 4 @t e (A S

B 3: ThAABIRE MR
MR ELN B PPAS SRR L R 7E B DR R 36T 3 AN H A6 A F i SO, 4K 18 “ S dk ST

" AE 2 A AR BT 18 AN H BRI RIS P SR SRR 25, T U IRIT

[ [EI3R 7 )G S JE ik 245 ek, Sanff 80 54 7
BB (LRI 25 LA e
55 TKI fiif 24 (9 L %38 42 45 BCR-ABL AH < 9 1 BCR-ABL JUC /9. il & 45

BCR-ABL Rl 45 I 3 2 A8 FI% e A i Rk, J5 & 4% Ph PH ¥ 5E B 2% . BCR-ABL LISH 9 {5
5l el B A 2 AR ) AR B RS A O | A N s K 2 ) T I S . R



F % 12 BCR-ABL 2878, i i B £ 0 Fy 26 K2 W TKI fiif 25 8 % , BCR-ABL 2R ) R 4 % G
30% ~80% .
BB 2. (I e 24 it L ANl T PG T
o1 T S8 R 45 TKI i 25 i, BCR-ABL 78 iy R A R8I B8 B 5 SR r ik #, A
1, BCR-ABL 5 2546 0 J2 O 5 5 2 it 245 ik 42 200 fA5C A 28 0 0 496 1 T Tt A1) T B ARKHI o AT AR 4
BCR-ABL 7R 5 Rk % TKI WK 4-4-5, Boh, B BB 50 IS5 0 1 Bl A 25 2 e 4%
THAITRIKIEZ — (K 4-4-6) .

x4-45 FPLEBREMANRE BCR-ABL REXBEIERBHIGST

- RARH

69T e ¥

T3151

F317L/V/I/C,V299L T315A
Y253H ,E255K/V F359C/V/1

JEWBRFE YR R R 2Y , A AR A B A G R
55, 5 4% 7 allo-HSCT

KR HE
FAEUER

#x4-4-6 POEEWMADHIETIESE

B Wt T
CP IHEBHEAIF R SR 1. B TKL RS RS SR
AR AIAL , HAT BOR-ABL 2. WAF(E T3151 278, FAEE allo-HSCT SIS HKiR%
R R
AP EAEBEEEA S RRIEA, 1. B TKL B R AR

BP

7 BCR-ABL {55, 7€ 2% Wi

VA B BT s ALl B,

- W EIR E CP ARE , AT 4kge — X TKI 3577
WA EE R, ATHEZ allo-HSCT
. WNFEAE T31S1 2878, 2 allo-HSCT S i ARk %

- B AR TKL, Qe s R R Sk e

T S

ot

47 BCR-ABL s 5822 Wil 2. FEIBEUSHIE R PEHSZ allo-HSCT

B&IZBIR(T)

£ 4 BCR-ABL £ T4 RiETH TSI EE, 25 B4 FRAXEE AEHMALAR

% b Faap b,
[CML 28 #ER )

P v M
: 3. AL H B ERNIT :
?M‘% > 4. FHSR + I5K 1. TKI
JEEE - HoER 1. EH

5. s MRT-PCR BCR-ABLBH#E 2. B 2. FHE | B iRk
3. B big
4. BER
5. I RIAR

(i )
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1. Baccarani M, Deininger MW , Rosti G, et al. European Leukemia Net recommendations for the management of
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: HEPH B € 4 0 3 IfIL 75 ( chronie lymphoeytic leukemia, CLL) J&2—Fh LA CD5 BHAE: BN B kL 41
| MAESELIL B RUNEL S W ROV REER — FRRELAGR . CLL LRk 75 )y B A
LRI LR AP A SR, TR CLL B S S

| CLL 897 Fh (L 4 1 T SR

| (1) AU B EROIVER , IEFHE IO IR R IRE ST R LR A%

| (2) PEAIRARRE , A B WTRAER BRI BT CLL MEBRPERT M e 17

| (3) GHREBELEE PTHRTIS T 00 TGS , 45 1 35 0 SR A2 A 43 T

| (4) GEAKRTHRATL CLL LR BLIHRH 5 LI

| (5) BRTHHILIE T B — 2 520 B BUS 1 bR , 6045 P % 1L W2 JE R A 5
N TAEMESRE,

: (6) MHATIPHIUGE TS ANGHAIALR S s WA L7 DAL .

. (7) MR AIFHEAE 00 B , 76 TR0 10 19 2 A 0 A0 550 5 Ko 2 RIS V7
2 WG,

S (8) BEWITARh R E RN IR AT

e (9) MEAITBRAI ARG HORL , BT AR R

(10) T A7 55 oS T 267 K 2 0 Bl 7 9 i 0 R 20

I K & Bl

g

|

|

! BRAZIER

{ BAFR62 Y R A RBERGMEN S 1 AR SRS, &4 1 ARWE
! BN o A B L o @ MK $ , WBC 42x10°/L,LY 76% ,Hb 132¢/L,PLT
| 2IBXI0/L, EEARAMA KA E AL F HRBRE T, RER, RAL EAT
' FARERAZLERE HHEHRIF AL EE AR, LHFELAARLT, X%ALE
L RRREKL.

[ (15)@ 1 ] 5dad B D125 B SRR, % IR R AT A B0 7
: B BEEEAES PRI AL, JF HR LI E 0T & E, B e 8 E 8 A 1
| AR B AR IE R AE R BN , P12 IS O 40 S 2 B R LN , A 18 ok e
: %<4 ( chronic lymphoproliferative disease,CLPD) JREEEYL Ik H B Rt B R4,

|
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|

¥R EEREE TSR KE B R a4 A —
AXGH, BRERNESAREERERRBFREE, — AT e TOAREKEY K
WEHRAKCERE SN Y LERELE .CLPD FERLR S AU ERE,
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B2 ZBEREFETNE, W RRK b A DU 40 W B 2, [ i B KA
B BB A SRR AR I, B R LA BRI SR B R E R, B9, AL E
S IRR B A T REN CLPD,

CLL REKEERRY LKA G MR, & FiA 6% 30%,CLL X ER & FH%E

AR RENPRARERGBLC0 Y EBARFRD.

([ 2 ] fnfal £ TE H A 2% 7] BEAF AE Y CLL A&7

BB —MBORUL CLL B9 AR I 8K, PRI HERE & 48 W MUK & & i AR, 2R
2 B 1 440 MO 0 S o LA 5L 0 M L) v, S A I B R R O B AR E O 3 S H R
# A KL — P L E A AL W/ HERR CLL,

¥ 5 % B B 4 i3 % 4E (monoclonal B-cell lymphocytosis, MBL) & & % #t CLL # &7 #4
MR RAH A MY ETE BAKREEENY %, EZ B E 4t $<5. 0x10°/L, Hb \PLT
E¥ GFERABRERRF JEKESEH A, B TUEEABREREKALMNFERR,
RIAEFMK.

BRARZBEE
W T & H 5 CLPD s N Bt — % 9A #4744 T 36.5°C,P 72 K/ 4, R 16 R/ %,
BP 130/75mmHg, # &#F# AT, E2h4H, AL R ok, ARAKKEBEERE, £
WA B RBER Yok, FAHAMIEA TR S AL DHELE  FXALZ DT 10mm, §
R BT, RaMBRAH,ATRER, BHFEFTF ARRTFEFTFRAMBERS, ©
BN R/ 5 EF BMBERRMAASLF. BT EF, BMTMH, Tk, £ERZRBE
S, RBRA AR L TN T AR R TFRAKEN, £2RHH5E, BFERIMSRF H, o
% #4327 . WBC 44x10°/L,LY 78% ,Hb 128g/L,PLT 265x10°/L,
[ (570 3] %f F5Eql CLL () 5 & 5 B A 7 W e A 5 B 532 7 7
B ERAEGEE . XTY2H CLL BE TS , R4 4 1 i R R 2 A (U F 5%
AW R LR 2, T ELX TR I PR 7 101 2 6 E %2, AT CLL 15 K% F A9 Binet #1 Rai 53 &
G T MU Ik L 45 T MK 25 6 il % LA SR HRE .
B2 FAMNLRERAERL CLL, HEJ CLL fYi2Br 2% FIRAR  HEE ¥ Rk
3SR AW, CLL (2 Wik 4 -
(1) AhJE i = 40 a7 &, 9 EL A EL 40 s 2 0 &
(2) AhREMANE YR TR 25 2 48 7 ik B 40 M b ) B 4 28, 9 HL 22 O JSCVRE 11 /0N o 2L 4
o, 1A P A MR AR
(3) HfEsr AR CLL 2 Wi FLSE 512 i iy 22 A9 2R 97, CLL [ 1L 575 4 d B 5 98 8 RUARFAE
@ik B 4 AR : CD19 ,.CD20™ (dim: §§#34 ) F CD23 ; @K M S & 3R E [ (slg) §9 Kk,
Ig 7 A IgM 5% IgM+1gD ; % B il ¥4 23k - B B4l 3k kappa 8 lambda 24§ , UESE CLL 41 fa i 52
R ; @JLFRik CD5 5 B 4iiffidrai, A FKik CCND1 5 CD10, FMC7,CD22 il CD79 B BA 5k
55753k, CLL A Matutes f43 WL5% 4-5-1,
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(V) gms & 0 =

F456-1  (BIEHELRE B MK Matutes R RIREFR S R

5 i
HRIEbR &
1 0

CD5 P44 R

CD23 FHME BAfE

FMC7 PR PEE
slg ik HhEE/3R KA
CD22/CD798 55 #k/ At Hhag/ iR TR

#:CLL 4 ~5 43, Hth B-CLPD 0 ~2 4}

(4) BEEHNE CT R FAESERES AR REMMER K. ZEEHR TRAA LR

|
|

|

|

|

|

|

|

|

|

|

|

|

|

: A7 /IS TR 2L 40 AN R A0 B, S 88 3% 7Ry sIg™ CDS*CD19*CD20°"CD23* FMC7 " CD22™, [ it 12
| Wiy CLL( & 4-5-1 . 4-52) .
|

I

I

|
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I

|

_%a

B 4-5-1 WREESZERE

b
i

FMC7~ cD23*cD19*

T
v
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(v ] 4
o o 1
ks a2y
dey %N 3
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o ¥
oL oe
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= e




8
I
L
iiy
&
St
Ok

A

[ [E) 4] CLL % UL A R IR 47

BB 1 LA CLL S5 IRl PR 2 B2 O ME I EL 45 ok, (ER BEE AT M B IR 1275,
RSB 2 Y CLL £835 PRI AR | HC A s S5 46 28 1l o AL T e & B A S B 39 CLLL 65 AR A9 9% IfL -
NS DA B Sk B 2 R RSB S AR AE A2 T A EOR R D L, (BB B 2E R, AR B R IR T
T , £ AT RE Y BUAH R B

QB
CLL M ELEMAUTH HELRCERARE N HE BRAELT SN, 7k

KM ARBEHEER AR D L. BWAKCHERELE FEEE FEH TERM. 0% |

WEEEBREYERAIRBEEKMEBEL, SHIATHEEMAZE. wEAMBAKE

 BEHMAREMRA KA LB A8 (LDH) A B, B A Rk 49 M Ak B8 % b (Richter

L BAEME).

BEE2: CLL BER TR EE5 MK, i A Ho A s R FNG 2

BRIk LG i A, R R AT BRI SV AR EE R R AR 5 G SR B S T R, AT
PURYe T SRR BRI 50% (1) CLL B & H B AR ILE L. B8 45 &I
BT N 4 B R R B Bh A CLL BB E E IR R % W A B R R R R AER N
10% ~25% ¥ 28 W F B M S A S22 1R 7 i) A8 3 o

CLLFRAZMER, B REXALE, RBEEAKREH TS HIAM A ER
R EERRAZALRME,

U o~ === = mmmm e e e — o

e

(/G 5] CLL Wi R b 75 5 AP e B iR v 7 Anfel AT 5502 W77

CLL J&F B 4 CLPD, ZEI B I i F I PRI A0 OB 252 3 By RAV WA A ME, 5 55 2
FI[E] % B-CLPD f)2 41 ffa bk 0987 ( MCL) | 1 %5 DX 9k 2080 ( MZL) (4R 531 2 2 32 5 X 290 ok 2
B) VB I LR (FL) (kB3R 40 At 08 (LPL) (LPL FF 5 5g e IgM 38 & 2 i 8 4R [REE 3R
ML ) 1B 40 A I (HCL) S5 ARIRYE , 0 A2 Wi I ik e R A ST &% B R e s
A5 LA G AE R R B BB T AR S 45 A I

[ [E]70 6] % F B ZMi2 89 CLL B Al 17 AR 433 7

BB 1: Rai fl Binet H MW RS, W15 B BUG , BR R AR E—ERBREE, B
RBERMAERKR ZRMA. M TZEEMSE , AEFERFAKRES YL BAREHET
BB K (<10mm ) , L AS 77 76 3 I 0 11 /)N A 08 2 B2 ST B K, TR R 9 50 0 2 Rai O 5% Binet
AR,
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: |
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|
|
|
|
|

Rai #u Binet 432 20 #4270 ~80 £ RAU T E R > M A % , HEREETHAHE
HiEfEn IR ERE(MEH), BRAFERZFE.

BB 2: Rai 1 Binet 231 #0 3 TIfi PR A K AG 2 97 A , {ELU2 B RTXT T CLL 36 77 A 2 HE
AT 2 B AR F ANV HERE T B R 2 B R CT.



SHNECT UK AEH G TFH CLLEEHREEARN BEMCT FHERRAN
B R R AT HY AR AR T PET/CT 22 R Fe d K B o By B A, £ CLL
 ERRTEREFRARREAHG RS

([BIRR 7 1 Bk T B ik R 43 A 5b , CLL J2 7547 — S6 0] LATRI B 5 15 i F5 477

B CLL B—Fh 5 BHEAR K BB , W12 B B9I6 T SR TG 7 1R 77 2 5 2 I8 1 it 40
M A 22 AR, BORE 5 B X012 B M R BUS $8 A — BN W R P . 2 LTS f8 45
4% M7 46 45 : LDH | Jig %8 1 (TK1) | B,-f3K & H % ; CLL 41l Jf % b5 ic : CD38 \ZAP70
CD49d 4 ; 4l i f& 4 4n - del (11q) del(17p) 5 s 70 FAEWIFHE 45 : 1gVH RADRES  IgVH i B
{iiH,p53 .NOTCHI ,SF3B1 2% % . LA E4&464n#85 CLL MBS FIEIT A K, F L TH2 1
BEGERMEN CLL WBUEIEER , AT & & TS MRER T TR

CLL th il j& #5 A7 M 4 & B 3% , N B 1y IgVH % % 4k A 2| & % th SF3B1,NOTCHI
EFRRL CLLAFERAATRABENZTERA L, AL HHERENAA,

[ (500 8 ] B A i 19 CLL ¥R A7 152

BBk AR ZHOEE MR 7], CLL 8% 76367 B 046 JI T 1 8 R 35 BT 7 sk
RULRE BAWRITISME . HAT CLL (93AY7 44 1E K %05 I 7 CLL T4l (iwCLL) (297 45
F. CLL FFU3ATT BB ME 0 B %0 2 A T — 4R

L. REAT VB BEI8 OE 45, B 5 (3R) I /INBR 0 R A

2. B CIZEM% T >60m) ST HEBA SR MM A

3. B R B L (AR B> 10em ) Seatb AT HE AT SR A B 45 A

4. FEATHEME AL, 102 A H A% >50% , Sk 400 A5 ] (LDT) <6 4 o 4
VIHA ELAN I <30x10°/L, R AEHLAE LDT fE K397 451 .

5. EEHSRBEEE I MBI (ATHA ) 1 3R) SR E /MR A S (1TP) X B J9 2 i sk L
FRAEYST BB

6. FAREAE T I —FBRAN S EHR

(1) 7ELAAT6 A NI BIEHEMAE FRE=10% .

(2) PEERZ [ 40 ECOG AR (PS) =2, F ik TAE S A REHEATH MBS o

(3) ARSI, & H4>38.0C, =2 A,

(4) FRRATERE , BB T>1 A

7. WA PN B RTER SR AR S, Sr A HINT% B CLL LW
AT 51 Rai O 55/ Binet A 1], (B FAFA A _EARUERDIATTHEAE , PRI LSR5 Wi , AR S 21
BRI .
- 0D
| CLL B FHBMEM, KAH R ER, WPW CLL BEAL L3 EERT N3 E
CEWRHATABEADHH RERT MR E A REERT. Rai IAN YK Binet B |
 PCHIMBHE BT RSRET . ?




goE & n & ()

BERARLAZY
GEEHREE2~-3AANBHF 2R ERERS AchFARTaMBEFA
B AN AEDE AR RRNETFRAL BRFERKEANR, NREF@MER.T
37.5C,P85 k/% R 17 R/% ,BP 128/70mmHg, # EF ¥ BT, 56/, BER 0
P ARB B RBEL TR, RLES B E BRI E, AP MEA TR S L D #%
B4 R K AZ2A 20mm, K BT, Lo, 86 /5, EF, S MEEK KH
Bt MMM EF BMFHK, ZH, AERARKA, ABRAAE Q3% BN T A
B RTFHAKMN, ABRRSHLE, RERHAT ., ¥ MR T WBC 88x10°/L,LY
929% ,Hb 86g/L,PLT 76x10°/L.
(1507 9] B#H R AR A PR ABA AR ? REREHTIRIT?
BEE: BES AR ERABL, AR ABEA R B K BT % R L Ak g, i e M
I A A B, R BT 35 Bl S A5 M B 7R T RE AR B0 A D6 78 M 5 5 el ek, HEk A TR R Y
A 1) S 2 W, B s Mo G A AT MO B, T AR M MR R W A E S AN A N B
(LDT /NF 6 4~ A ) - HEAa #EA7T ST 0 if /o 20 ; gk — 26 19 4 S35 CT hidn B & & 5
WESEBYIRABE BER K, 456 BH ST A, B M FEH A% %50 4 Rai lV/Binet C
B, H BB RITIRIE , 2 BUR T IRYT o
(JE)R 10 ) 32 8 3 B936 7T H7 S Al 8 7
B Xt FEA RS TRRAEAY CLL f8 2 I g SR 45 A8 % B0 R T4 (CIRS ) il 41 ffa i %
[ SRFATIR A A43 (FISH) BARK M | $FAE#E 1T 40 Z 1697 , AR R BT M — #8367 X
X FAERE>T0 & B R— B LA 22 , TF A S0 22 11 R BN B 0 38 HE 77 (8 FH B 38 B2 3R T 7 6
[ Hedn 2 ARAST 25900 (30) A 28 B ], T S 40 78 (o PR SR B A AT 5 T %ok 40 0 B Ak — M1
BUBERT A SR P R B 1) FE A T HE 7 R PR A SR A7 T 58 ( 9RUGA L IEE . 3 W 19k e A )
FHE ) o MM 2 R BUS AR T RSB — N EEEE, M FHA del(17p) 5
# p53 27 (MR fE CLL) (1 CLL B % A A S e 4y AR B S mb i 3897 )5, n
SRR AT, N — 2R SR P S 5 DR af 40 RS AR S L 9T L B IR & TS del (17p) BR
#% p53 RAEH CLL ¥ EF FIHIT A FISE 2B MR (CR) /34 2 #% (PR) J5 BI AT U IR 3697 ,
ABEVIB B o 2 E ARSI R, Bk — R BT, 9 B B PP R, IR T
H AT PR % FIRY CLL —£R3877 7 A 2 BT A Uk i 15 A R 0 B b Ak & S e 1T Oy

F(FCR),

% BB BT R RN B RAT S (RAR R XA AT HART
) RERERG(HAZEEAE)MRN TR, W FCRBR(XAEATHAZH %
)%,

# % f& CLL 2 2009 4 % H i % % £ (ASH) ¥ £ B4, 245 CLL BF % R
UTFEA 42— DA del(17p) 5% p53 REHE A BT HE; QBB A £ E LI
(FCR.BR %), %t B 4 % (PFS) <24 A A ;@R AN R %, * FHH A CLL B ERK
W, ¥ 38 CLL % ¥ A 4R B 34 77 %% . é

(/B 1] CLL 283 M7 8Can i i 7
B —m S, CLL BEERITH 3 ~4 AT B Bk T PR , 8 M= A A X
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(V) smz & n #
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AR (A I | 4> SR F VA A RE S MG A, ISR SO A R TR T RS R B
BHEATLA LA 2 E A . CLL y7805r k1 CR PR B TEE (SD) Mgt fE (PD) . — i & ,
WVEAL B (BRE S fE CLL) 153 CR 583 PR W] LIKSE R F IR O SRIGYT , MR IT 45 R B # 5 3
CR 2# PR ] LAEIEIGTT , 8 075 28 Bt S 7 5

[ [E1% 12] CLL fE36 77 i 8 o e 22 1 R A0 a7

BE&: CLL BEFBRIGIT A G, T4 5 BEFFRER PTG &6 SR
259 , P SEIG ST ARSI R A U R R A R, T B A T ILA -

(1) FIFCBAFRBERIGIT . iH T CLL BH 2R A& A BRI F Z 8 B P15 259
HIRIEIT TR, IR B H A 5 fr 7€ HBV BT 7E R, 5 5 K 4 HBV 180T 8 2 8 R 1R
B, X F{E T HBV DNA FHE HBsAg FYER HBeAb P (JCR i B HBsAD f83 ) B #E7F
BB PE R BT HBY 3657

(2) EPIRNERER B LA 2 B A A R e - R A8 3 B R R A il e B g s I R R R
EMLAE (1gG<5g/L) , BREE WX A 3@ BT AE 3R A , VTP 1 (6 R Bk P 0 BR 2R 1 T B , k2 4 1
HED 0.3 ~0. Sg/kg, H AR 8 # DL 4Efr 40 1M 18G>5g/ L,

(3) TBEPEVUERIIATT i T CLL BH W 332 S A R KUY PIE Ay aia T, L Hipy
S R BT 9 5 B AN Z5 W BBl A2 7 5 5 PRI i R K AL 245 49 T s - I fi € 1 ( PCP)

(4) SEFPBEW BIHERE - 7T LA IR B4 S AP iU R v (P 2 8 B IEIRYT )R 9 T A ) s il 4
BN BE T (PLSCHERE (R Prevnar) ;8 % F— V) TG B2

(5)  H B G 1 il 240 M vl /A A8 8 B3 T < X T ATHA, Q2R & A i T 76 G Y SRR L e 7 2
SERVEER, IS Pk S 66 5 PF B8 N & TTP, 7 B 64T B B AS 2 o DA 5 0 T BE 2 40 7 e
(PRCA) iy B # T ZHEAT RU/NMA 3 B19 B BRI ; 3677 25 90 7T LUK FARE SRR FI 2 3
L NFERE B IR A, MAEVIBRSEIRTT .

(6) i 5 o i« AR 0 80 17 2 S TS A I ) o 0 2 A7 5 R Ll S A i
fik GVHD Y& 4

(7) MfRE¥E LR AE (TLS) X F i iR 2 fer 9 CLL B8 75 B4R 7 & 4 TLS B9 AT R,
A0b 2 F) il 475 8 ) M AR T D B AR S AN I A, I ELAE R 7 IR B A 5 2K A6 e
iasr.

(el 18] IRyr 4, R B E AT EF A 77

B ERIBESFEIT(—M6 N7 )ik CR/PR B HE BT — £ AR REBRELR
TEMTIEM SR A . TOAER R R RE DT N R 54 3 A A il 40 A 2508 i AL | oA 2 45 fgh
Lo WZRE R B B G I 40 O 0 20 o CILL 4% 2 0 b 98 9 JXURS: # 0m 2 ~ 7 %, L 4
kR BB AE R WS AR 2R O R SR . E KRR E VIR DX T CLL 83

FEHER,
(F£5)

BN #E

1. Steven HS,Swerdlow EC, Harris NL, et al. WHO classification of tumours of haematopoietic and lymphoid tis-
sues. Lyon , France : IARC Press,2008 ; 180-182.

2. PAEEFES MBS 2. P E ARV E 40 B 2 WS IR ST 18 RS (2011 4FRR) . AR IS 2R R
2011,32.498-501.

3. PEEFSMBFESS, PEUEDSMRMEELZERS. FE B AESERE MRS XK

S5 (2014 4ERR) . A I 22 2k, 201435 (4) :367-370.
4. Hallek M, Cheson BD,Catovsky D, et al. Guidelines for the diagnosis and treatment of chronic lymphocytic leu-



kemia:a report from the International Workshop on Chronic Lymphocytic Leukemia updating the National Cancer
Institute-Working Group 1996 guidelines. Blood ,2008 ,111(12) :5446-5456.

. Hallek M, Fischer K, Fingerle-Rowson G, et al. Addition of rituximab to fludarabine and cyclophosphamide in
patients with chronic lymphoeytic leukaemia: a randomised ,open-label , phase 3 trial. Lancet,2010,376 (9747 ) .
1164-1174.
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C e TR B R

S R ALY

FE AT 4 K 298 ( Hodgkin’ s lymphoma , HL) J2&—7F 32 K% b B4 45 B bk B8 2 40 A A 1 b . 1832
4F Thomas Hodgkin #2381 7 91 JiE % bk £ 28 28 1) o 98 5 72 , 1865 4F Wiilks M 4fGE T 11 4, LU
Hodgkin #7% ( Hodgkin’ s disease,HD) i 45 , HD BUFR A AT & ER . WHO 2020028 45 40k 98
SO RR G B R 50 Uk 2 4 i A 35 B 2B A 4 Wk 298 (nodular lymphocyte predominant
Hodgkin lymphoma , NLPHL ) F1452 #iL % 2E 25 4> ¥k B2 98 ( classical Hodgkin lymphoma,CHL) , 45 #iL7)
FEAESMEIE X5k 4 FIEAS : & T 96k 2 48l & (lymphocyte-rich CHL, LRCHL ) | %515 i 1k %Y
( nodular sclerosis CHL,NSCHL) . JE & 41 ffi & ( mixed cellularity CHL, MCCHL) . J# [ 41 g 174 v, 4
(lymphocyte-depleted CHL,LDCHL) .,

HL Z &4 FHRMMBE Lk e, FKERT .
NI LS 0 EE B Bk 35k 24, B R AER Z BN R
P HR L 45 TG M A 4 A O, e 309 AT 3R R R B L
EFHE.

SRR SRR SR SO RAE T =t h
FFAE Reed-Sternberg 4fififl( R-S 4fififd) , YAy R-S 42
—FER 15 ~45um RS Z BOR E 41, R FH,
s s Rl B A R sl TR , S e 2, S TR %
TEHES A 2 BRIk AE 2 (181 5-1-1) .

S5 PR AN A R 2R A A R T B L&H
21 fii ( lymphoeytic cell and/or histoeytic cell) , XFRHN
KACKEA M (popeorn cell) , L&H 4 ffd b 28 L %Y RS 4
Fiamg /), b S pE B R , MR /0, R B —H, oK, A
M AR, T UERTE, B BOKAE” A Z PR,  TERSeiiiiea ssa SR aNas ¥
B R R AR, B, B B ERE, P @S SARNESSHEE(ES
K/, &R RS A=/ 5-1-2) HRE)

s N ~SE LYeR)
E512 ZHMHEARATHESSHER



BEE BKEM (Q)

b BRITZER
EBEBHIS S FARALEHFEREMN T SA KSR, EFTAANAEE
PEIERII R, AEFR D, RER, EIE TR ITms FRR TR A F I
FRE” GRS A IR B S EH AT TREHMMY, BRAET, AN, &
P ASE RR RIS T, AR B2 AN AKE T % Bkg, AR, REL L, Fikik
SRR R E T, Kk A%k
[ (B0 1 ) A4 Lo o, 1% MR 2% 1 K2 T A kst 7
PR BEREDE, LIS IO e T LS oK R B, T i B M BE I LR AT
RE , (E AR B2 45 b KB T 5 2 S 5, AN GE R PR L 45 R IRBEHE R L 45 48 BT 4%
BEE2: [MIZHS N TEREA LSRR, A48 AL SO A7 M & 3 8T L B o |
HE%,

FIR X

HL lfa AR 3R 2L

(1) RREEHTEKRCEN K, AUTHKELER AT L,

(2) WAWMKESZAXERKCE T RMESBEHEEER, WARKE LB A
T RZH BN AR FARKR LERREEERE,HEEKREERATELEREY,
BIREERAK EEIRFREMEEES,

3) MABH#R, FERNEN AL AHEF B F. EHE T RAMLER, I
A EE BEABHE ESREEHE,HL 5 NHL Atk HL 5458 Z At W, M or iy
GHRATMAKCEZ R HERERTFE, FFE %R T NHL,

(4) THARB EF HE ARKREEELFER. FEEHL THIAAH B X #
(Murchison-Pel-Ebstein #) , 5 K AKEZEF L A E R ~40C , HERKEESBREEY, 23K &
REHF BB, FRFR LA, b AR A #H0 BH 4 5 EHET H HL —2 F IR, B

(5) HL FroRAER AR E M, BRI G I R AR KA RBEREF A ) REL, |

e i e . LT

BB 3 [A]I2 N i [A]A JC 2R PR S G RE RN EB fR 85 2 T B s iR 2 A
& HIV &G, S5 0BT BRI ST ) BN B A 5 A E Y Tl s , AP T E KL,

asn
EZSHEERRE
BERHLFEEMF L AH, BERFFERAZEN,
1. R EE

B EB JE FHiA HL EH kB4 E RS T 7L EB 7% & Bk, & 20% HL # RS 4 i &
HEERF EBREH, BN, EBKES HL %4 %,

(2) Ak fbimE(HIV) I A X% BKETHmHL KR,

(3) HHV-6: A A% % % & —F T # & 49 . X 48 DNA 7% % ,HL £ 1 HHV-6 fH %
B AR E 3 HL & & , LM & HL &5 38 & ,HHV-6 o 506K 7 JF b Z 3 A % o

(4) P m#F AREAE HL B3 448 5 T4 02 K2 K FHEF RNA,

2. #fEEEX HLARXRERARTPHELE WAL CLBEESL, A HL Kk ¥ & HL X
K% H e IE % A & o 1% 4 HLA-DPBI {5 DPBI1 * 0301 % fir 3t & & 3 /v & HL 9 N[, #
# DPBI + 0201 2 i 3 B | f& [ 14 M1

|
|
|
1
|
1
|
|
|
|
|
|
(1) EBF# -REFERA, RAX LA ZRERNHL B ik, TRAH > EHH :
|
|
|
|
|
|
1
|
|
|
|
|




(B 2 1 e R LR G , T — AR AN AR 47

RBEE 1 AT A SR A 4 B, SO BB AT A T B A TR A, b i 5
BhiE g E R 52 R, Z RO EE REAR, 5URAEAR KT A [, 2 T R

R 2: LA T I BAAL K/ B 5 ShEE A TERE S A Tl | i A L 45 [
A TCLLI | B2 R 56 5 JP A A2 5 T R /N LB A TE fi A 5 3 TR B AR 2, (456 /) L]
FEAEXFR R R IRIE B ARk

BB 3 WO R R AR PR, E S A A A RS A5 IR B A, ik
5938 B 3 A 90 9 M 3 ) T BB AT M PR , E 3 ML 2 R SZ A M N L 7
B BR FEA TG RS P

MZEFCR
T 36.5°C P 80 /% R 16 :x/% BP 120/80mmHg, £ R fz §%., & Ak 552 & L th fo & B
FBE OB T LAY, AN R BAR TR K, S BSR40, 2 3R A B R ILAT G & T A Ak B
2 K& demxSem, #A R H D F lemx2em, EF BB EIAT G4 TR KA MK O,
K& 3emx2em, SAMHF LT RA KA KK E L, KF 2emx2em, MM S T Ak & Ay
KM ELEE—H, MK N2 2. Semx3em, A4 45 2emx 1. Sem, A A0 JE I 4 =T fik B A K #k
B4 14,4 2emx3em, A LR KK ELE A3, BB, SHTLALAZRFT, AT LA
Ja R T R A, T AR,
[ 50 3 iz B R A R 77 #b e P L N 257
RRBE 1 TGN R R PR IR R A i KA, T 15 TR B K 45 i K i Rl RE A
T\ B b £ 5 e K (RS AR S 5 o K E R R R E T BBt B L IR W K2 IR SR B 1E , RN
S kR 5K, IR S U 2 5 i oK AT B DR, 5 1R B BROK B R A ik B BOH B R B
AESF o
B2 25 HMRERMNES, OFEETMHESS Rl ElESAa XK.
BB HEEA KEIREZ R, AAE T4 RIEMERER it KB
[[E]0 4 ) BE T BeAT et F R A 187 RS A 2F AR 22 , BB 75 sl Ik B B 12 T 2
BEE: ANEH S RI{LABEE ) FE/ 4HIE , AS RE S Wk R S5 A S5 A 15 00 , L 298012 W 5 i B SR i
RET, B ATES FEY AR . G5 S0 05 WA B 45 4540 B AR RE AT oy R 43
M R B AN R T TR A2, (R B 2 L EM 2P ER N E
U, AT 2 0 BRI G s HE R Ik E R 2 .
[ )& 5 ] AR L T, 75 A THIRSE R 2 2
JRUPSE BN A TE K, HEA T B 2E A A R IR ZH 2L B2 A R A G SR WA W i

B_RITZiER
ZEAAETIMN ML W, ARSI R E LR BRI E, e LIRSk

HoALARBHOEL 2 B3FTRRGAE MBI EZ R RSH XA LA Z5H, 3y
LR HEMSA, PRTLEEMRE, HF XTI ADRC M, P mie o580 04 b e,
£ % T R-S @ ff, % %% 4844 . PAX-5 (+) 4= Mum-1(+),CD30( +),LCA(-),EBER
(+),RELHEFLHCH(RESMER) .,

[ G 6 | Z ML W A4

BEE 1 RIEFERICH P HE I 45 K PRI, S0 0 28 45 1% i T 2 422 4 o, v

W12 h 2 SR FE A7 £ bk LR VE & A1 il Y ( mixed cellularity CHL,MCCHL) ,



$EE BEHKEM (@

HLARUEFAES BAFARE RELWHL P HE BB MR TR, KRF
# % 29 ~37 % HL X 5 B 47 B #40 8. 54% (B 4 HL 5 B ATk BB 0 15% ~30% ) %
AAHL # R &M RA & HiA HL41.69% , % LA 539.58% EFHhEMMA &
7.85% REMMHRMA b 1.52% , T4 Y MAKE N EH HL & 6.44% ,
| 0% Ly HL Y 2 A HL SENTRNRKELADHLWEAMREBF R E
AR RERAEHE BV ENARFNEDY L, AL 0% AL TEHREAGES
C ERE SRS (0% ~80%) FHEKA HLERMAK G EB RERBLEHEEA
R HLBFERRRATRENERAME AULTECEDS N, A EBAHH
OEMRR, HLLFATRLNEF RN K EB AEM AN RS AN TR A L, |

B3 HL AAFEFHR

L SFHEMRA SELFRMERD RSV HRRUNE EFETLREES |
| HMARPOUREEEME, DR RS ARAERBARFES AFTEFREREN,H
CRAEEHAKEE, A A RS 5k SR N, A R R

2 HHFMAY KELLEHUN, FERLEBMEANT —BH AR, 254

e KELHBERE, A TR NERES S BB, AE R BT ARAE, 4
AW RS AHREMEF DM, SHETEY A HARRERLHE, THA P
TR R i R R P MR S L

3.RAMMAE KELLWELRWAUN, BRH RS WS L, % 8 50K 4R

g, A /MK E L R TR e B R R S 4 R 4
L A KREEEERE —RAEAXE . REFLCARAREE TRAL BN
| ERHBFEERTERF L AR L RO B RS AR AARESHE RS AR S
 AREHARS HHHEVENS.

ZEEHEHMEN TR HL ARFEFHS

| KEZEWTRZLEFIRA, RIUADT - REREMN S TR L, AT
- HRRERE,EREEANKREER, TRADEAR AR EAF AR B, ERES +
C BRARRS L, EEEE RHARL E , REAFTEYARKER XA BRMAEA,H
PEERRMFT, ARE, E PRI S, X RAL" B, BEE R B, FER.

HL % & R BUHHE

. ZHETAHKEHHA & KXA CDIS' CD30" ,PAX-5"(5);CD3™.CD20 ( K %
#) .CD45" . CD79a",
2. BB KEHMATRAEFLHKEHER £ K KE CD20°,CD45"  CD79a",
. BCL6" PAX-5";CD3".CDI5.CD30",
ERFENESWARCHETEN, AL HFANRAL L,
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NHBERBAAEERMREE HETHEREANLAELERZR(,).

Bz E(M),ZFmEHZTE (M,

Ko HEFMAEZEEZRHRBNH,

RBRE 2 FEFRISHE AT S ELRTJE 0 AR AR LR K P A PO S BT AT 0 0, 4 01 A 3 4
EPAEAR A9 TCor R A B — 4, MEW RG] 73 40 T S R BUG A EE1EF B,

HL 583\ 5 BtRAE

1. 23
(1) TH:ENMKELRZR(D)RENMKEABERBILAFZR( ).

(2) DM :RABRAMANKANULHKEER(N)RAHRAENEXAES

E: REKEERKETHALTHRRER(w,)o
(3) MM MEHMHAARCEZR(), A THREESBEZRCM), X7

(4) VH: —ARFERAKCEA BT RE ) ZRRFRERL, FRTAEKEE N
2. 44

(1) A xHALHER,
(2) BA:FAHRBERHB>IBC; KFEET; KEERE>I0% (L6 MAN) .

ATFRAMDHARAN B AKES

THEDREMGIKREER A FHAREFELANLHER LU GEFERRE WE

(18R 7 )% BT — 25 i 24 o eb 38 7

BEEA W (RS 40 MRy ) 12 W7 B, A IR 55 247 ik — 25 4 2 R i o 0
LABSE IR T

[ 1B)%E 8 ) A B RiA T b e i A 2

B AECWHES WD, B AT 7R R SRR (45 32 23007 5 A B i K A
DR T g I 5

B2 BEWFISWIE, LT RN EE DS, BT S B M0 R, O BE R B
JIFE T BE RS 2 IR YT T A2 AT VREAG L OF T MR A AN

HL #HeE

I RERE

(1) f##H,

(2) ESR.LDH . fFshft . B 3.

(3) AR LHERRE,

(4) VWM& JEH &K CT,

(5) PET-CT,

(6) 1B, IIB#AII.IVH#4THH#ER,

(7) XALHBERIEREFT AL ERE,

2. i %

(1) BAREFEREEFERATHATRERACEWRE HEG-AMEETRL .U

(2) £10% EFLKEHEMEHAEAMENRE  ARKELEM AR L, l3 CT




EEE BEHEE (QE)

RRA BRI T BB T AR CT F 4RI M B W W R R R B3R
RORF, OHHEATRAGH T TEAREFN CTRE,

(3) FFEAE.CTBE KAMEEEREMRIAREHERR SR ET TR EH
RERERFNTHEEUARI, — B AN A A LB RS BB o 8 oREFE SRR
THRALFEZE

(4) mAmRRTERBESD ARMEBA TR ATET Rt 7 5 1 5% B8 K o 45
HmRTERZE B.HUREAABTERAATAHX,

(5) BHMARRARS AMRTAMANE, CRMFRA R HHER3%, [ FHFL
TREZI% ~22%,

(6) PET #2# Bk HL #0460 ¥ JT IR TN EEF R, PET RELEMKEH |
BEWSPFEL Y ARG OGRS R M SRR E LR MR EEEERTR

- PET fEME#EHE - N EEN TR MAKE K. NCCN PET/CT % 3t/ 447 NCCN 1% w3 %
| PET Re& A T MAET AMA G P, BIATHKE PET REmPHi I CT #2E,

BRAREXBUNERR
. & #M  WBC 3.68x10°/L,N 60. 64% ,Hb 114¢/L,PLT 274x10°/L,
. %4t LDH 443U/L; AST.ALT.ALB GLOB .BUN,CREAT 3 £%
. B,-MG 4.87mg/L,
. ESR  10mm/h., .
B Mmt BTMBAEY B 4=378:1 BABAEKEES2% AHBEMB
HERKEF, LAHAZFKSE20%  HARLFF, 2 LEHME 30 A, R LHEH
4 iR
6. CEHAE KILAZFE,LVEF 50% ,
7. BFHMERRE FHIEARIKT(20%) B b K, Bl 2 S ME M T L, # A F
HARATFTHREEA L, EBMER Y , 2T BA L, RARFH R 5 , MRFEFE(+).
8. PET-CT #i3fafu] a4 A L& ANME SRS A AR A WL AR
WA RAFIRE MBRE R BRATL SRR RFHRELH, ¥ LA RBRA R A
B EH BRREETLERFKRFEBEE, K% 2.6emx2.0cm, S ¥ &L .24 $ 4L He s
(&340 LT )FDG Rt ¥4 &,

[ [EI50 9 ) A4 kR A 4 5L IR ST B AT 47

LW EF MRS RA4KA) I B 4.

BEE 1 T4 AR R A AR DU | XU Bl b U 2 S P Y 259 T fh % i
ik L4, AR TC K, FRRh T R R ) 454 PET-CT Ko , SR BT 33978 b Kk E2.45 FDG R
S M R R L Z R B T

B2 XTHH BEFET,E2 MHKETRE 8ke, 7775 B AR, 5 B 4,

[ 1123 10 ) i H B el ¥4 2

HL ERFFETES
FEFREF:AS FRUL; FH;VHRE; & @ <dg/dl; 21 % 5 <10. 5g/dl; 51 4
H>15%x10°/L; 3 B 40 K 2 [ 3 % <0. 6x10°/L fu () & & 40 8 2 th<8% ] o
BEANFEFAREEELEL 2, @A 23 25KE: <2 2.
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(V) sz meHem

M ff == m = - m e m m e e — oo

BB IREEPRE S LB R 1 4 N KSR

[ [E]= 11 ) gl y697 2

BBE: MRS NCCN 4589, 1877 7 ik M e B R AR 48 I PR 40 0ok 647 o JL 48 2k s oy 2
W HL 833 1 —ThR TR T 284, SR T, A3 R RV Bl O T A A v e J k(R OV IR
i Thy Rl B A B 4k 2 ksl g XS 384, H TR B3R T (Y7 sz REFRYT ) & BUR Sy FlF
PRI A IR IT o

Xif T 01 R 3 3R 9T , MOPP 7 2 88 — AN BT HL M R, IGIF G5 UG BT 10 4E 1A
YRR 84% , A A (DFS) 35 66% . SR, By T H AWK W #4454 , MOPP ¥ 524
THAEWHR (KF 54 B ) AE R4 8 . 20 fiE4d 70 4EC4RHE T ABVD 7 8, Xt o8 H 2%
R S5 TR A A T MOPP J5 %8, ABVD X A= B Zh B ma /N, B BE & 41K, &% H A7 ABVD
FREEHN MOPP &N HLALIT & £

s R, FIET By HL( 1 I13H) S 4F AR A7 285K 90% SR8 o 1697 FH O R 7 4 4%
kAP ORI RS

T AR ORI RAE 32 TOIT 30 4FJ5 , 4k R MR P ¥ R AE RN BFEREIE 1% , Fik /N T 30 %
0 52 I RR O 4 2 Ak A TR ) & Ak 3R X B BB ER YT 25 AR I LR R A R N30% ~
40% o TECSHAE R AR L REEZR A LA TEEAR Bl BREE AR O LA 7 R IR Lo L EF 4B L3 L o

AT HH ORI AE AT 245 ) B9 A [R) EL BT 7 A O A RE AN A ] , B 28 o5 42 32 & BT W9 O /)T
) S A R LR A AE | S T A L AL A Y A A A B B ; BT 3 T 3% n 7 i
AU 7 T8 1 RS, T JECEA 2 25 W K 5 TR RS R o 7 I 4 A & A 1 ke 2 K T & A4 il ]
JREFHEAL , 1R 55 K T B a Il 45 2 B i .

HOW F R HL (S IKE K & &) W16 77 5 BE , o 85 0 57 A b o 169 17 O 8 sl b4k
T +52 BREFHOT RS0, LB ke o e B R A A B A RV o

2014 NCCN $EEiafriET

LA IA B BEBTHE(T+EEFHT) .
IB,IB.I.IV: B4 k5.

B2 iz W I B 41, 5 HL Bl AR 4 NCCN $5 5, 4% ABVD Jr #4657 .

ABVD A RUFFHEE A%

A FMEE25mg/(m’ -d), % 1,15 X, #HiE4.

B. #kEX:10mg/(m’ -d), % 1,15 K, #AkiEH,
C. K&EWEH 6mg/(m’ - d), % 1.15 K, 8 L4t
D. ¥ &M :375mg/(m’ - d), % 1,15 X, & 4t
T AEEKE2 A

aTatRN A

RKARAT RBEHE KERAEETERUEREERETLH A CRBRETK,
—FREA#ATHTHRB T, KEXTITE LT AMNENH BT (LFH HDT/ASCR % &




gaw Bwkew (V)

 H)NERBIREUFARBEFNETPETHRAWZEMERKME, T4 &4 W ORR %
| 56% (36 4 NMLEHFA 34 ), T BHAME T ORR % 53% (£ AEM33%, %42 %
COMR19%), P REMBAELEE LS AMA .
Brentuximab vedotin & — ff CD30 ¥ i 7 f- 75 4 18 B 47 , & $LE ¥ % CD30 fEE & &
MRBEEEMCEEFAR. E—FON#FFOIEKKE+ 102 4 5 f HDT/ASCR 5 £
- R M HL B2 # % brentuximab vedotin 3697, P LM F B 1.5 £, HAAT M T
ARG EF W9 K T5% F134% . FiA B M AL PFS fux A% MR AR E 4 A h
5.6 MNHAF20.5 A, WRAEX A K S FE, FDA fik  brentuximab vedotin [ | T HDT/ |
| ASCR &K HL 84K 5D EATAA 077 7 % LR % 4 8% HDIVASCR A WA,

BEERATER
BESM ABVD R K,H 1 ABRAAFEXARCERAREH,2 AFEEREHK

B4R THA,LDH & B,-MC B £ E% ,4 A7 426 A & PET-CT 7 : WAL F , 2L Ay 4% 5L
REE M F LS RS LEW EZH%E T RAFF HMBEL S HELE
BN S HEDHELEH(39<0. 5em) , R W AASHERIRF T Z 5 AR R LA SR RIE ¥
5.

[ [B1RR 12 ] % 8 M RO ey 2

B BE TR E S /NE 0. Sem LU, 58 IO R R R 4 10 8, Mo

WA A CRI,

3

HL 57 3T M7 *

I 2ABM(CR) FHK BAEREMHAD R, B&1 AN b, ThEARE @ ®
BRI RMEKE, T E A&, ‘@
2 AMEMELEM(CR) K HD iR A EERREBRAEYRERY, | |
5% E£, |
3. WARMPR) HETHNERERASEBRRENS0% L b, BN E K |
WEWREAEAL S BERBX. :
| 4. #HE(PD) EH—ATHRFEY A% ; R EAF R REHHABERT |
| REBAE, :
|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

]

BEE2: ABVD 4 NFRE G HHATHIR VAL , &0 >PR, W 4K 2E 58 1 8 NI B2k ST .6 ~8 N7
T I FVEA s 2 O 16 Bl AU B 5 o B, DU e M Y T A 3 FH — R AT T &R o

[ 151 18 ] ¥4 97 45 R fa tn ey e )5 7

B PIENE 2 ~4 H#T 1 REE (I ILH M LDH B,-MG X 32 ZE AL TR
), ZJE3~SHENE3~6 MTHHT 1 IKREA,

BEE 2 BT HL KA A T R R M RN Wl , 458 4k % 1k e Jeg O I 7 5 5
WRIRINBERE A= B T RERET 25, BE U I IR BRE , RAR 30 3R TR 1 S o B JL SRR R, SR e oy
B L A4k 2 A R, 2407 R — R IR T — B B 4k A Py XU e i s BUA R 2 Wk yT R & A
S R0 14 i B R 28 5 FRODR AR T B DR 5 SRRl H AR BOTT A%
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1. George PC,Saul AR, Friedberg JW, et al. Treatment of Hodgkin Lymphoma: A 50-Year Perspective. Journal of
Clinical Oncology,2014,32(3) :163-168.

2. Nicole Skoetz,Sven Trelle, Michaela Rancea, et al. Effect of initial treatment strategy on survival of patients with
advanced-stage Hodgkin’s lymphoma:a systematic review and network meta-anlysis. Lancet Oncol,2013,14;
943952,

. James O. Armitae. Early-Stage Hodgkin’ s Lymphorma. N Engl J Med,2010,363 :653-662.

4. Ryosuke Aoki,Kennosuke Karube. Distribution of malignant lymphoma in Japan: Analysis of 2260 cases,2001-

2006. Pathology International ,2008 ,58 . 174-182.
5. ZF/PBK,FEH M, R TR, A R E R R 4 A [ P 2 AR 6] 10 002 B34 12 W S 5 5
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(5]

BT AREAr ek

JEZE A7 £ B8 (non-Hodgkin " s lymphoma , NHL ) J& — £H 5 J5 4 4R K A bk EX2 348 208 1 6 5 , i
URF B b ES 0 T bk 2 40 M 5 B AR %05 ( NKO) 40 . 58 [ A A7 2 WE R S 7 - B 40 M ok £ 98
& NHL /) 80% ~85% ,T 4H/fahk (%98 5 15% ~20% . NK 40k EdE % F 0. 2013 £ EH M
B Geit4 24 69 740 B2 KT NHL f5 6, & 5 M R & 988 A0 1 9 55 £ 43, 19 020 £ 58
FICT 2, o R R IE T 0 3% . TR E LA NHL K9 th A7 3284 4 o A e 40 , AR 40 o 1 o
TRBIC AR A A6 ROBE , T 10 4 (2003 ~ 2013 4F ) Sk RHFR LR 5/10 J7 , 4FH1 NHL i/ Hil 2
At 70 000 i, & A Hib g 2995 ) 55 /\ L

— . B ANARIEIE: i 2 i

TH 5 T AEZH R (WHO ) 3 i 194 B2 2 2888 1Y) - 268 5k T i 40 i 11 2 75 0 0 1 2E 0 2 i 5
A P T E988 0 L R0 £ 2 A3 BRI ACHRRAE 1 5 B, A T A2 4 TER A 367 SR s A0 L i
B TEEMEM. fEX—E0 R HR G R L IFFE 7D NHL 20 R 151 =2 22 1 s B 4R
2, H LR B 40 B 14 K 298 (indolent lymphoma ) 6345 ; 718 #0 % 4f B4 983 ( follicular lymphoma,
FL) 3414 X ik (.98 ( marginal zone lymphoma, MZL) . #f 2 3% 41 ifg 4 B2 98 ( lymphoplasmacytic lym-
phoma, LPL) 184 3k £ 40 fd (3 1fiL 5%/ 70> = 40 i 6 B2 988 ( chronic lymphocytic leukemia, CLL/small
lymphocytic lymphoma,SLL) . B4 (1 (L5 (hairy cell leukemia, HCL) , DA Kz 23584325 40 i bk 0 98
(mantle cell lymphoma ,MCL) , #44 E 98 i 2 980 0 15 2 JR 2R 1%, 1697 v [l B ¥ 7 sl o8 2 2%
i REERZEXFHREREOAE, MEEREREATEEN, HAFIERERE TR,
30% ~85% FHE M NHL 75 H A f i A8 v o o] % Ab 0 R VE A B B R (O 2 12 2R Y

®R B @B EE

L 38345 B (FL) 2 NHL B % JU o 4 8 (22% ) . 90% 84 % 4 1(14;18) 5
fi, 4 IgH #H 5 BCL2 XEEHE, 35 BCI2 KRR K AN, ARHALE. f
2 MMEHE M R (CLL)/ /K E 4 K BB (SLL) % & % WF NHL 5 61 0y |
1%, BHFERAREGTRTME. CLL/SLL £ Fl — A& o 7 B R A, I Rk |
| EHRE N E B SLL; B A A Ik B ¥ B MR B 4 CLL,
3. d 4 KHE M (MZL) & 9 F ok E R % K 89 B 9k B 4 8, 4 &5 7 47 NHL &
10% AE=ZFTA . FHEAHXKELL MZL( 5 7% ~8% ) ; # B % MZL(<2% ) , j& MZL
(<19 ) B 55 M e M A JF 1R 3 5 B o 10 o 2 00 A %



$EE BHHEMR ((8)

4. HMEREEHEKEH(LPL) ZXKREHSAEFRERA R KEHTH W
IgM A gy 4 3% B 1, 2 8 XY AT B B JE B 350 5 o B0 4 ML B A 2R R 3K TgM, 2 JL 3k % D19,
CD20,CD22,CD79a A 1, 7 CDS5.CD10.CD23 JA 1, 40 i & f% % A t(9514) 5 fiL.

5. %4 Mk B8 (MCL) 4 & % # #f NHL J7 ] 8 6% o /8 %0 M0 % %% 41 fe 5 4E: CD5”
CD10™",CD20" ,CD23™" \CD43" Fo 41 i | ¥ & & D", %0 ik & ¥ 1(14;18) # B) T £ Wi o
Yo 5h, Ki-67 H7E R B D T 30% Wy B o T ZAMAE LR WAFAE.

6. B4 M & fufF (HCL) F (2% ) , M RR TERFTO)E B &M, IR EER
REGTEH BAPLLHEMRD . VHEERES AL FHLER L TR 67
- WmM, % F KA R:CD5.CDI0CD1l¢"CD20",CD22",CD25" ,CD103" ,CD123" ., 4 i A
 MEGDUAERES AL, K RE CD2S REREH AL KAWL,

AN E A 2R U U R B S DU L
(=) BEMENEE
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BRIZIER !
AR A6 Y B AALRRORI MRS, SAAMRRNNA LT H O
A, FIHRD, HFRLMEA, RLRER, BRERFTIFREHEERALARF |
T ATORERRITE BT A NMRGOKRCERLTR, EARNTERYS . X ER :
VAR R E RGBSR, KAMEER . 1BA RN KT, BRAERE, RALFEY AHZBBEL, L |
YR B PE AT, Kok L Ao [
()R 1 )X bk s, 02 8 8 %75 1B 2 b A R e 2 J
BBBE 1 ASH IR P A9 B 5 o AR A A R R I RCRE IR, 75 B 5 IR I SR A R e s i 3
o NGEA B FER S ERFIARAE , 18 3 T 6B A R A . &
BB 2: [Ai2Ht N A2 75 A R e S, AR AN R EE S AR R s, R B
R ARE R TR SRR o A ARHS N T T b B 5 e R DX s L B i L A TE T
SRS .
[ (Bl 2] MR B2 W, e A T TP LE G Ay 2
BEg1. Ak, BHE—ENA, RIRIER .. SUUSHE RS B E LRk E
ANWKELLE 1.0 ~2. Ocm, [T H0H), TCHESH . JRHb R IR LT b . M8 EIER . EMIMNEIER,
TR, ORI B Bk o JF BB R oA Ak A o WU PR DR AR DL vk Bk RS , U BT K i
BEg2. (LKA,
L MEF+ 4. ML 136g/L, /MR 194x10°/L, (403 %9. 4x10°/L,
SYIEH  IRE 4N 41. 1% JEBIER .
2. SRR IR
3. Jff R A LR, AT U S A TR A AR A M A
4. RERM GG RN EH LA
B3 KB BETE3 NAMBELED RN ETFEME IR, B & RF 42 BAE
Mo 243 B= B 84 Xof Ja) 0 vk B 485 iR i v BB PR AL T e 2, B2 It 45 HURR R IR T TRk . B2
ABEBT L7 AR IEH . MR A5 Z ALK K, ), Rk AR T4 e B . &5
ORI o FFE " JORPEEA T Mk B 45 I K AR AE | 7 155 BEE P B bk B 8 , 75 AT bk L A T
B (CRHERE M A5 mEE ) , B SURBE A, RTHMETRELEE., BANT2FARE
FAR,

e
(gl
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(V) #5% Basem
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| x%xE

M EEICHER

I RRMHATHENRCER ARMKEH G EEIERIE.

2. FHRENAA EAMBEREEKREFNE L5 ER.

3. FEHMEE, kS kA B RIS EMKE LI ARFHLES,

(1) KELR:BREFBAKCERSARRURRBERE KCEWAEAL M.
o MEER AERBTTERANKREESE N

(2) EHAGH - THASAKRCEHRA, BEFEL L Ocm, AHBR, BF. 54
H A SR Ak R AR R 3R R A RAE

(3) WEARAFEKWKELENASARRAMBRENERXRA, E5HAKE R L
BHhaemERA X RELERAY TEAN. ahRELZTHAKEEN K, SADLR &
MAERYE, FTRAE MR EHR,

BREVIER
EBHRCEERBRERE FETLHRTHE, REEE(WHO,2 4), B mAe KL
CD20",CD10* \BCI2*,CD23"" .CD43” CD5™ ,CCDN1 ™ f= BCL6", Ki-67(+)10% ~20% ,
REFRAPEEER,
i NHL R AMHCH, SHEENRETT .

iR B EREERSE

LFLABEMASEZLRAAKRERAF AR PO FHARGHE, S hREREK
HA(EHS2-1,8522). REBERZENZ ) (AHERAF ERXRPOBRER A
M), % FL 2K 3 %o

21 BHBAEERENTFTLO~S AP BFBM2 ZH 6 ~15 MNP OHHM3 RA
I5SAUEFCEFEME,FL3 AT UHE—F 2 H3aFf3b3bRAXNFOEFHME F RO A
FERZ O '

3. A RHEH MEREERAERUERLR.

B 521 JEEHEE B 522 EiEHER
iR UL A3 T RS IEE W R i BT — B, /N B A 3, AT L AL
B




gns mesem ()

[ (G0 3] 3% H 3 VR I7 IO 126 ASOPHR L A AP A 7

BEE: ABL/S 67T AR £ N 45 .

L ST B AR 2 (AR EM B XKIR) IR ARRBIR S M2 SR .

2. KWEMBACA  EAEIME CBC F1E 40502 AL & i i LDH 7K 7 FifL i B,
R E HRF

3. BEFZIEME A RAEALST Iy RN TS B9 KU bn , BE kAT Z TR 3 (HBV) F i
A (HCV) %E Bt .

4. Ja) BRAE: i AR TR FCE A AR R 6T SR BT AR OR 22 5%, B TS AL 2 0 2 R S I
PRI ~ IV A28 BT a5 IR o AR5 IB AT U S B8 T , BLAT WU B BT A o B R A ]
AR AR LB Bl h A S A E 4 .

5. AL R BEAT MR S R CT AR 2 W P PP Al T SRR 43, R PO S I A T BEAR
. B CT o AP B #5328 TS Bl . PET 334 AT BB Bh T 2 B B 05 28 B 4oL, {EL BH
HARABFHIUR I AR A

' ) %%‘)&ﬁﬁﬂiﬁﬁ% " ‘ ’

1. m&#ﬁﬁ* s 1] mg/l. s B 3 154x10°/L, aﬁmmts» 7sew’/L &
KEE OB 0%, FHASAHMILMAER BE LAS0 EF, B4 @Bt
K STA, FHAF , RAESRDRTIL, HEmByE34% , 5 RBDHE @I, FoHe
e A R, B MEA S R A E, #%#%ﬁ&huiﬁﬁs%ﬁ X2
& CD20° .CD10* \BCL2* .CD43™ .CD5" , A 4k 4 % 7R 3§ e ( B 523 6 52-4) .

2. B FEE CTHFRMUFHR KT AE L MRARCER S KX, BRKEE
KK, AR E, BEN MBEEF, AL SRR E, BESRF EARCEN K,
ARA A e, K2 % 40mmx35mm( B 5-2-5)

3. it BFE 2 EF. LDH 265U/L, ik B, 3K & & 3. Tmg/L,HBV-DNA 1. 6x
10°# 0 ,HCV-RNA(-) , B F S5 BikE LR,

B 523 EEkEE 5-2-4 REEHKERE
B B VAR £ 400 i TR 400 P A2 PR (i K R ) BT S LI 2 A0 2 R A
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Sk
Ml

i

cu

FEE TEMNSHE

K 5-25 CT xR EIHRELRKX

A.B. CT @75 NHL ’fﬂxﬁmﬂil_.,nfﬁ )\ C.D. CT 7~ NHL Jf Fe bk B 45 ik ok
[ [C)Z 4 ] anfa] R4 PFAL 45 R UL R IRTT 7
B Ti2IEHR RS, DR IR 45 R E 2 R T, Bz
KRB ZBEITH Ann Arbor 43 HAFRUE( £ 5-2-1 & 5-2-6)
HRHEZ R IR 45 52 R X 840 3010 - NHL( a4 i 784, IVB 1)

@,—nm&ﬁz

aﬁ%m——] ﬁm%};%z
BB LR ——

it 1 —

BEE |

Ziﬁ‘tzf



gas musem (D)

#5221 £i78 Ann Arbor 43847 (1989, Cotswolds)

5 RE K

I REB—HELX

I R B ] 00 251 2 X

1 R B REIR w2 X
Y ZA GRS B AR B IR
X
E

fifde>10em
WREESMRZE R BRERIE , S —Z5 MR 2
A/B B EAR : KA IR ESIF A EEEE>10%

BRE2: MRAEAFEE Ann Arbor 7} 52 R LSS X A8 H 41 8 K F- Al LDH /K
AT ST PES VA R TS o B8k L [ P B 35 B (FLIPL-1) (3% 5-2-2) f Bid A
WL TARE P e RE =R AR BUS A S HFEFHR 54.5% ~91% . %5 KM R R R1E
F 2 BG4 A e T I ACHT [ BT PRI 15 8 o il — 0T ] s U V6L 9 2L 980 905 1R 3% v
FEH AR HT2 T FL 838 76 & R % 3 i pait 7 75 BT IR I7 B , e T —4
B BUS B (FLIPL-2) AL AF I I 208 K P 52 R 45 0 B K B A2 B, OREE 11 DA S A
BlSE RG0S F B r R 3 WR ORTR] A XU 4, B vp 3 4R T J8 A A7 (PFS) B3 L Ay
51% ~91% , 08 F L HE K 82% ~99% . Xt T Z F| & HL40 0 Hefk 9 7 RIGIT HBE,
FLIPI-2 fE 8 47 U6 45 R -

#*522 FAMHEZEERTEEE(FLIPI-1 F FLIPI-2)
FHE>60 & SEHE>60 %
Ann Arbor 732 1T ~ VI BRI
I £L3 F 7K <120g/L M43 FH7KF<120g/L
ZRMELSXEH =5 HEL R AE>6cm
1% LDH 7K F>ULN(IE% FFR) B.-MG>ULN(IE# EFR)

" H4E FLIPL R SR04 4G AR R R B K20 ~ ;5 fE 2, /fe=3

BB EA B AR, RE E IR PIRREE TUS FLIPL YEA3 4847 , IR W R th fadl . RO &

(B 5] anfriayr ?

B [ E N IR R AT IR .

T 8 OB K R R — e Tk 0 S R LB R PR R S M2 69T A Y R BUE
B4 BEFSON. FH—RERFIZIHEST , & BBUS MR EY LR ERITH 6T, 4
CER o i S A A A DARE G, A 6 R A AR . SRR T TN B , BRI SR, WS
A AR 15

B2 BE BTG RS

L1 ~ I FLIRI RGeS 1| I FL RS IRTT Al B LR S5 1 e e fuir 5z R EF
BUT . RBEFRARRAIGTBE, SaEEMNERENERE. THAKRNROEE, N%
B ~ IV FL¥RYT .

2. I ~ VA FLIRITIEESE  FL BBRME— L0697 T ROAF ZH BPUK S ILIT . ATkfEm
WRALIT I R A04E : CHOP .CVP FIZRIK BRI TT 56 . X T 24 A4S i 8 3 , if w] DL gE 5 3 245 7]
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(V) g5m sesem

TP, e e (I T BRRUT FRBERLRE) + A 2 b, WARMLT FRRES23,
ZREDMAVB M, hfEd . EPIRTE FIHIT R R-CVP 7R, % TH# % HBV-DNA #
DUE R 6T AR 8 T AR #EIR YT o

[ [EIE 6 ] 3 i E AR A T P YT RGP 5

o WHRIETRE LK 5-2-4, T HRCE BT 6 ~8 1T,

|
I
|
|
|
i #x523 EEHEEE BT AR
| =
: HE % Tl HE#E— R k¥R
I R-CVP 2 ¥ 375mg/m’, Bk, 1 K FL R HA 1 NHL
I IR e 1000mg/m” | ki e, 45 1 K /21 X—A
! KHEM L 4mg/m® , BBKIEST, 55 1 K
: b RN 100mg, HROMR, 51 ~5 K
I RHZy  FIREHRH 375mg/m’ , EplkiRIE, 55 1 8.15.22 K FL #f5#% MCL
| FCR WA hLE 25mg/m” , FIkiEE,HE 1 ~3 K FL K HoAtb 544 NHL
[ BB 250mg/m’, ke, F 1 ~3 K 28 X—A#H
' FIZH 5 375mg/m’ , WBKIHIE, 55 1 K
: BR HIREEAET Omg/m’ , FlkiE,H 1.2 K FL,MCL
| FIZE B 375me/m’ , BRRKE 5 1 K 521 X—Am
[ R-CHOP  FIZH i 375mg/m’ , ¥Rk, 1 K FL 2 MCL
I AN il 1000mg/m’” , Bk, $52 X 721 X—JH1
' BT 3% SOmg/m’ , WFRKTEST, 35 2 K
: KA 1. 4mg/m® , BIKIEST, 55 2 K
: ket 100mg, HRMR, 52 ~6 £
|
T BB UM E R AR, 5 2 ~ 3 SRR T R LT A , A CT
2
=

- #x5-2-4 FFEFEMHEEETT RNFERE
R {237 W ELS b NS Bl
CR E#® 1E# E#® EW
CRu EH E# E# EN
E# E# H5/IN>T5% IEW/ RHE
PR EW E# IE# FH
EX 45/ =50% 45/ =50% T
T/ 845 /)N 45/ =50% 45 /N=50% Tk
R/ Btk e /R, BRI, SRR EETRAL SRR B R
S/ P K

(D) LEXHER
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|
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B 2. —RIGITIAF) CR 3K PR A9 E T LABEFT ISR LB SR 4EF7 69T . X FREBEAIA
I7 A RO R NS AR Z A TR (45 8 JH 1 Y2 4 AR TR M E B

BRE 3. PO R R " RIGIT . X TREN FL, J5A] B BT, 4 BLIA T HR 1E
A FEF AR AR ROIA YT o A0 52 e it Jo BE B R UK o A 24 BT 6 S A LA, AT AR5 1) 23 Bt
BIT o IR —LRIGYT G B R alip o & S A iy i 1], W] S5 B il oAb i RS . — R ALyT s
R, & REHLE MBS T R UK FTA T DLBCL i) 2@ BihIT R .

NG X W ESRE (MZL) 25815 T %4 XA B 41k 8 . BB ERALAAR, 45Kk =F
VY . 45 A 1 25 X bk BB , LR O 266 A 56 b B2 20 21 ( mucosa-associated lymphoid tissue , MALT) jf
EELRE . 9h L 55 30 5 X bk 93 P A o 4% DX b L 98T . Lo MALT bk 20 B i L, th R 3R e i L A



ghE EuHEm (Y

TEPEMRE IR . MALT i ELR RO BUS L T45 4 MZL Fijit MZL.

oD
HEREKEHORE AN EREREAKRER L BN FLELER YA X,
. FMALT HE B S 1EmAE(HP) WREREA X,
2. MNaMALT REB S ZH T EREAH X,
3. FRAR MALT BB S AR FREB XA X,
4. FEJE MALT 3 B8 5 T % 4% & 1E ( Sjogren” s syndrome) X .
5 AR RFEREEMREEFE MZL A X,

BRZiER
69 % FHEHE HRAPLEBMRAOANAAIRALHNSHRS . ELE 1 F L
EEMEPSERE BARBAEAER, SRHERGRBET X 47, AMF%EL
T, BERTHOANAAAME RIA P LEBFEMEE, DB 25 HBIK, LR
ok, RAMEIER , KE T M4 3kg, BEAE 10 37 B 6 B L BLA T R 4 &40 5 RHF
X, EHA(+)” , RITNEHWET , LRLE, RAL 2 425,10 /X, £F K5
o d
(B8 1] @i Bk, B E v B s 247
BEE 1 MR A TR AR BEE RS A S, BRI ANE , SRR S K B
H AR R T AT IR L R T AR AR b R RO AL AR AR A AR R R R, N IR

WIS AT - At 57 , B S R 2
B 2: PR SIS, Ik B8 W + 66 R B O S A A L, LR
75, PEEC I AR AT BRI , T P B (O B S A | 2 W e KB TR, ©
ic

BB 3. BT TR A0 A R , B R SR B R R AR OGB48 TR
(1B 2] Ry I HHIL T , 7 e TR LL A £ 7

L R EHAEE B GaE. o B0 TSR TRE, HFBUREHATER .
2. MBEAPRREYRAE T A TIHACE R

3.0 RFEF R, BRMAS A . T A T feE B il

B_RNZEZLR
HEROAELER AT AN AABREFET  ALKBEFFHER, FHEFIH,
BESRREBE T A s BRI Ar § Mk 5 , o 0 B B RIS KA o m b AE A,
AR (B 5-2-7) ¢

& 5-2-7 MALT BRBE®



(V) s58 mewem

FREFHEER . FHRAS T RFARC B LR SR ERZH, FELL ST &, F
RO ERBE, Bmie % & i & A.CD20",CD79a" .CD21" ,CD35" .BCL-2*,CD5 .CD10" .
CD23™ ,CD43"" (eyclinD1 (B 5-2-8, B 5-2-9) . % W : § £ 548 X # & 4204 & 58 (MALT)

E52-8 B MALT #kEE & 529 B MALT HEE
B A 2 rp L 5 7R 9K O 490 i L 4% S o i 3 TE R B R Ha7s
I, A G’

AR E M E R HTF o
ZHEEANGERRABER—F LR,
' [ E)F 3 )% (8 F IR YT A I 12 (SR e 4G 2 FI PPk

B ABE R RTK A N E

1. MALT JELRT 2835 ARG K6 A 5 Hfth NHL (986 A AL 7 o 7 4 1 A4 B K 25 L PF
fhRRER ST 2 B AR

2. LR MK A A M CBC FH 40 M40 28 A 2300, LA K i iE LDH 7K S 1fiL 75
B, R K.
iQ 3. H RO B BEAT TR R (AR CT A8 , 48 1) 2 A0 I s A 8 R L 45 A TE K,
\ 4. TSR BE RS A E T SE AT A AR . AN A B e T SR AT B B R B
: PR , 2R P AR B G PRSI % HP e SEAT 3 IA , 40368 HP S 506 | bR 3 0050 5% i
W HP B AR
\ 5. FISH Rl ( 4n 24544)  t(11;18) (t(3;14) t(1;14) Fl t(14;18) Ffii
: 6. B & A 2 MPT K AL IT 7 RN, % 2 PO B RURS 3%, L 2 AT 2
. (HBV) FO iF# 7% ( HCV) 2 kil .
f B 2: 1§ MALT B8 i 43 301 LA ek v, B AT 12 R B9 2 Lugano SH%RME , iZbriE 5|
: ATHAENEE(EUS) 8, TR EBEZ ZRENGEE WA T2 RENERESH]
| SRR A IR LR (R 5-2-5) .
|
|
|
|
|

gl fif 9 5

144 R PR A S 28 AR BRI SR AT )
I, BRI TR BT 2
: 1.4 BRI 5 B AU SRR 23 51
[ 11 S M JF A 1 R
| I, R ) 2 R
| I 4 AL EL 4% 2
| T30 TR L AT 2 2 AT 28 14
| V35 IR S 3 R P B I L4532 B




gae mewem ()

ARGHEER

1. k3t mirB G 125g/L, do it 8 104x10°/L, & 0 Je3t 4 5. 7x10° /L, &
EEF HOMEI2.0% , BAEE., FHLES AW EESR KA LA EHAY
ey ERRLFF , A LDHRTR,

2. $BFEE CT AT HAU, ARARCE R, BEF BEBESEF, RL 4EH
mE, BRRXTLAEEHMRBEE BERALKSLR X,

3. REEMBAAASITEAAREEHN AR,

H AR 4E AP H sh % . LDH 235U/L, s ik B, 3K % & 2. Tmg/L,HBV-DNA<1. 010’
# 0 ,HCV-RNA(-), R ECFHEEEF.

ZEF G RES A A,

[ [BIFE 4] anfary&d7 2

RBEER 1. ) B4 MALT 8 3R 7 BRIR .

T A2 MALT Pk B 987 2 — R 1 10 S Mo, 00 5 i TSP 5 ( HP) 1 48 44 R 2 i B
FRARFEE 96 S FN S 0 A O . AR nT il i BT HP 3897, (b R R skiie e . /il T sk
FI 2 BB B S YT Y T AR A AR AT 8, TG C 2 B 3 MO . 48 K0 40 1 JB 3 A 1w 75 LA 4E
K, A 00 PR ] AR S AR IR R , BRI A RYT , R BRI E L

RBRE 2 NABHE T TTRARIGTT RN .

1L 1/ HP P8 & 2Eht HP 3697 5T 5 5 400 i 79) BELIST 18 R 732 . 3697 3 M H G
fhYTFRL, HP B¢ 83, JUHE ¢(11518) (1(1;14) 57 t(14518) Z — H B 5 (7 ) fB 3, D 15 HE A2 RIX
WRMHIT . AE G2 RYT BE W R 2 R IRYT .
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I
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|
|
|
I
I
|
I
|
|
|
|
I
|
|
|
|
I
|
I
|
|
|
|
i
=
3]
£

2. I/ NVl JCiRs e e ol e F MR SE 15 , A I6IT I fiE i 8 & AT 28 I FL 93677 i
WU, AR 28 BT SR B RS AR AT o FARIARYT (AR T ACH My A2 LSRR IR O
ZEEIRITRIVEAS 200 1T, 5612 J5 kbt HP #0767 .
ig

(/6150 5 ] MALT i ELRT 3677 H B AR HEA T ARl 5 il 2

BEE 1 BP0 HP IGTHEE 3 M A G MLEE AR AL S H RS R E R . R
I RO 8 (TR E AT 1 A A 9 R R ) T ARE BRI EE o X T4t HP 3R 77 TR B IR
TRBJRHMELZ R 1 EM I MEH, N5 BT BT .

BB 2: VIR OT WA AT 3 A JE U NE o P B ARA FRR BRE RG A ER ih
A ROR B 56 25 ik 14 J8 3 AT AR R AT 004

FBE& 3: HP FPEEA77E{E it B8 1 A8 sl Aa e 1 83, Wb AT — R I AE RIG Y7 . HP FE H il
EEL 98 2 P ) B A R 1) AR 3, LA T OT A B AE R AR YT - W T OT /G i I R %
P I R RLEAT SRR ALTT

BEE4: K7 CR B, BW) S 4R 3 ~ 6 DA BT 1 K, #E47 R AR Fn S50 S A, it
JG EAEREYT 1 K.

ZBEINTAREEES, BN R BREG. #E—2 M FISH Kl £ % 8177
(11318) 5L, £ 5 50 15 H1 R 0T FF 2 4 BP0 TT BRI B G , JE EFF 2 3 SPiRdT , 3K
e 2. HAwmisiaE .

(x &)

SENW

1. Siegel R,Naishadham D, Jemal A. Cancer statistics 2013. CA Cancer J Clin,2013,63.11-30.

2. Steven HS,Swerdlow EC, Harris NL, et al. WHO classification of tumours of haematopoietic and lymphoid tis-
sues. Lyon , France ; IARC Press,2008 ;180-182.
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(V) 58 muwen
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3. Goldman L, Schafer AI. Non-Hodgkin’ s Lymphomas//Goldman’ s Cecil Medicine. 24th ed. Philadelphia:

Elsevier Saunders,2012 :1218-1227.

—. [R%I1 B A0 26
B T H R MK B 52607 58 BORR ) 1 7 T AL UK BV A0 207 R 6T B IR I8 B2

MZIGTEM P AR IR RRERE, 0 e RREME E RN . ERMENER aETRE
K B 4il fifd bk B 988 ( diffuse large B cell lymphoma, DLBCL ) 1% 4f Jifd #f £ /% ( mantel cell lymphoma,
MCL) . 7 2 1 2 P bk EC0 98 F 55 110 O 2L 98 K L - 40 k20 980 A SE W05 AH 6 1 B 41 Jfa ok B2
. HAPIRE R B UMM R BN E I, R SRR SRR 31% ~34% , 76119 H
F— R T 40% . HE 2011 £ —T i 24 0 BREHEAT SEICE 10 002 £ Bl A4 i M 3
Hfa i, 7fE+h [E DLBCL (5 F7 4 NHL ) 45. 8% , 4 Fir A ik EL R ) 40. 1% .,

BRINZER 3.
EHAi,36 5 ZEAMHARLAMM K2 A AR TEAR"RBAR. £F5TF2
MRAMERAEMAIRIIK, ZHTHEX MRERXIEXEEZR D, HEF . kLTS
WER, S THRBERAEARARES Y| A(LAASHRE)  ARALAZEM, +
RREZBRIARIAEMRE K, K& 38.5C, T AATR A, H 50 19 A K 4 09 58 o 6 R F, £
FEBER BB EFT R, £2 A AKRETRLkg( RIKE T0kg) , &8 &3 £37F.
VE AR LN NNV ET G N NSNS W SN T W o
ZRALAEFE ERGT, RAKE, RALTEY AHEEBE L BEESF, FhL
Ak, BFEHARKELEHR T RMHAFRFFHRSLEMN K.
[[E0E 1 JARHE ik [a]i2 2 1% B TR BE 112 A R 7
RBEE 1 RE RN ST I O, AR R REAR | 2 R A A R A A S g |

RS R ELEE R . £ SR RE AR FAAIE , L £ 6 25 i HC T i D R O 1 % 531

2

=t i N RS A

BRERB LMK
L FRABEHKEER mABARHGIRIER RG] T K KRy KE S M A
FRAF4F T AR B4 3R o R B0 PR K Y O 55 R B BRK T A AL B AR B SRE R I, W R R B

§ﬁammﬁﬁﬁﬁﬁﬁﬁaﬁﬁﬂﬁwaﬁﬁ#%%&ﬁa%&ﬁﬁﬁﬁmﬁ%ﬁﬁ%
gaawkw%a%ﬁ&*%ﬁﬁ%%ﬁmﬁﬁ%%ﬁﬁﬁﬁmo

2. HRAURRMUKELEHA CEKCLEER LARKEERTKRELE K HHKE
HELERA REERELERE, RELLEBMAKCEERER AP &, TEH, LEM,
THERE, WRRETHRAR, THEEN K. HOLENLHEERTRE RERRA
R¥##tE,

3. A AURRFIRNKEEN X BHEARUEERERMIE AL KL H KA
ERE AR EBRREKCENARE —RE) Z,AMKERTTAE, ¥HAX
BOFEASE, EFVHTERMTRE BRELFLREFREFRE,

Bep e {ek Beb X

BHERABACENTUERBES O nR KEHF, THNEEYSNEIKEL R
ARREKEEES REM FHIKEER , SR ARAMARMEHEREA, 4R




BEE BN )

HELBAGER EREFRA LREHARMA T, KEAREREXITRALE A
CORABAWKELTES L THERSRR, THARN EFRME, KELERA
BT EA D,
| TR A E G Bk |
HERBEBEKEES FARHKCLER FAMOERE LMK FLR . TRESL
| AEEERH A Wegner HE MRS KES — MU BRRFEMA, KEK, EEM. KEH

MELEREHEL G R AN B RAEE R S KOS A, FREKELERRE |

— MR AR BB SRR A RE, SR —RBRE  REE

Fo. BHUBFIBF T SHERE N SRR, A EEE SR EHAA LN E
R AR AR AR R R FR K. REAHT SIS,

| |
i i

BEE2: PISNE EAFRERTAME JLE (%0 B s HIV 3R e A %5 )
SRYLPEB T S SR Z S R Z ) R HET R R T S A SR AE AR 5 L A
KPUBRGe PUWBEIARST 5 I R R 0 1 5% s AR T A A A JO LAt 2R AL bk B2 45 i K L
R A TR TR A I K. A BUA I B 45 i K, 250 D sy L i K ) DX 3 B s s 9 45
Firio

(B 2] A AHRIS T, T 2T I LA 2 7

RBEE 1 Ak —BORE W, SR A, I , 8 B B K TE i AR, BERR (IUBEE B
I 5 XU SR 2 00 RS L0 e 22 T ke 2 SO R 2 45 , e K24 3emx2em, [ ) , i B HE K
f, FRHDECH, TOflR , AT, WM AR, TSR, 5 R B K TORN % , JR) 8 B2k To 41
fip R . LBEUTISTES R . BORAMEIE R K, U A OBk , RS T oA ik B o
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FERERREBEMANHMEES
WAL AN M BB EHE A ARE ER RBERE A, !

B2 MK,

1. MM +EAM2E WBC 4. 71 x10° /L, 432 IE %, o B2 40 Jfd k£ 36% , Hb 125. 3g/L,
PLT 108x10°/L,

2. IfEAIRS R BRI AR ICY | A SRR O HEBR R M e , W BRI T AT
TSP 5 5250 SO R R 2

3. REMM AR SR (RERES hE) SNSHEREE X8 R X 5 35030 Ik #
Je L B i b R D250 VA B ARG [ 7 A B, A B R A 3. 1emx2. dem, ZE 4K 34 0. Tem
x0. Sem , I FATE , R EL IG5 11 2% 5 70 0] RS RT UL 251 9k 20 E A1 [ 75 AT B, 86K & R 3. 3emix
3. O0cm, i1 A3 , R B IG5 4E0 10 2% 5 XU AL A ¥ 7] D0 22 1~ bk ES R AR [l A A B, B K3 R 1. Bemix
1. 3em, 1 A #HE , WREL IG5 AT 2R IR IS R B oK L5

4. Bk TBE¥E RBEEFE,

5. SR A TE KRR A R R

B3 KA.

FpAE LM, ZE N A A& A D0 S5 T J T A T R b e, 1B 8 45 T BB L iR T ERK,
fERM I BTS2 SRR AR A R IR RN E G Z AR . @A RKE 45
T o AR LA e, N R BER BRI LR B 1 I o 7 EAT E R M L A5 T A R A S B
SEREAT AR AT R AT i H M B AR R, BT T2FARZEFAR, EEA LSRR
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(V) sa% SeHem

S_RTZIER

I ZHRFKCLEFLRERE (HHF)RBZRABARACH(FELL P LEL
#) 9 sa Ak CD3(-),CD20(+),CD79a( +) ,Ki67(+,>50% ) ,CD10( -) ,Bel-6( +) ,MUM-1
(+),CD5(-),CyelinD1(-) ,Bel-2(+) ,CD21 (-) ,CyelinD1 (=) , 24 % 7% & A ( B 52-10) ,

2. AMAEBAFRYE ALFF@E,

3. feik44c LDH 379.3U/L( % #14 40 ~ 150U/L) ,ALT 214U/L ( £#140 ~40U/L),
AST 208U/L( A% 140 ~40U/L) ,

4. B R FBAFCH BT RAEBRFAHET,

Ki67(+, > 50%)

B 5-2-10 MHESEEFEEEEALTER

[aIRE 3 | % B & WBF LW 47
BB RAEH A5 EI2 T I AT 52 0 YR8 K B 41 M R (AR R B AR R O s

=),

LHMELEREMESEREN B AMMKEENE

l. RRABAKMKEE RNHLR¥EAWEA A RRUEBARKEL. BENE
R, 47 A CLL/SLL RN EH U AR B ARKER ST ERCERATRESR
EHEHFRREATR. 4 50% BRI A RERSL,67%H &4 7% DNA X, &
LB W LY K45 & A4 bel-6, \bel2 f1 c-mye E F %, R KA WHO # EH 2 X #
DIBCL 2+ # kHHA THI N EAMAMABAKE,



gaw Bwiem ()

2. FHRKER NRFEBAMKEH, RETIRESECDSWB @M, FHL
(11,14) ,CyclinDl "k, HRATHEFH, E NHL 9 8% ., KRB X B Ak, L7754 |
3. Burkit HEB/ BilF AEWERRYEB @Mk ER,QEH 7 AR WA %
BEAXERA, (8;14) 5myc EEEHA OB BN, ERTELES L, AHFERLE

Hr s RTR, AR £ 2R KB R AR iAo R A2 .

DLBCL % dr A BY R 3 4 & 0 4B BY /7 45

|

|

I

|

|

|

|

|

I

|

|

|

| |
i |
DLBCL #R % #£ B & 35 2 £ &K % 0 %0 s & (germinal centre B,GCB) .75 & B @@ fg & | |
(active B cell ABC) e 3 H(EH A LM AFAEL PO HHA non-GCB &) , K S H K :
|

|

|

|

|

I

|

|

|

|

|

BB 2; 7E1LW7 DLBCL J5 , 7 AR 98I0k 0 45 R 45 S0 25 B 32 B (0 X BB 3 347 43 0, B Ann
Arbor 4} 1. AR AEA oA B RS T4 4 . VEAE B E E R BUS HE (TP o TR, ABRJRIRYT
i EA TR AR R 254
[ EI8E 4 ) %M A B )5 VAT BT SL % A0 6 46 25
BB 1 AT TR A AR
L MAREI RO B KA B AR R AT U M L AR CT R i
W VA T4 B B MERRE R R CT, B, A T ™ &, PET-CT AL =
5 BAR, — YA AT LA R B SRkl 3 Tk E R A 2P0 R e RSB MR E L 5
JAH "
2. B BB R AT B RS AG S SR ) G R 7 A TR R A R "
3. SHMEMBAA AT+ IO AR (ARSI OORE . B b Bl |
LDH K¥) . ¥: T2 B, |
4. ARG YT I T R FR X 0 A B VEAE I B0 & R A2 07 6, OREAE YA 1T 0 % A T :
L HL P L B R 2 |
5. T BB S G 6 R AL YT 25 006 9T B K B R B, IO A D 2 TR 4 0L A A :
(HBsAg .5t HBs HBeAg it HBe Fl4 HBc) N #E (HCV) FLIARKL I , 5 MAT HIV Setgmebifk
Koo #5 8 LI HBsAg FEIHERI (SR) 0 HBe W14, SR P RLIT Je BU0K B, 36— 2 oW il |
HBV DNA B{ P iF % RNA 365652 &4 :
B2 |
L ZERERGERERE R R MRS CT 7 U BES 22 00 CSE N5 I 16 ok L 45 48 % i :
Ko SUMMEERA T X 2 22 00 B 5 M A OUNT 7 3 O o ORI MR TEE 2 IE 6, R L o e A,
MR LB L K (P 5-2-11) :
2. HRE B AN PR ST BT A B SRS KBRS A RE .
3. ZEBETLGE R HALKGEE EIhEEIE®W . ALT 214U/L, 224 40 ~ 150U/L, AST 208U/ :
L,Z%(8 40 ~ 150U/L, Ifii{ LDH 7K. LDH 379. 3U/L;HBsAg(+) .#1 HBs(-) JHBeAg(+) FT |
HBe (- ) fl4it HBe(+) ,HCV Hifk () . HBV-DNA 2000U/ml. .C» i P& A1 75 0o 50 1 1E 3 :
|
|
|



V) $EE BEHKEME

[ S0 5 ) MR 408 bk B2 455 K 45 02 B 32 B AE B0 R AT 40 .
RBRE: B E AR B R R B A A U B IS V) b B2 4k B OB A T Ah bk B 4 AR 4
Ann Arbor 43+ BibRHE , iZ B #E R Y .

[
\
|
\
|
J
l
I
|
I & 5-2-11  iZE R CT B{R
[
|
|
|
|
|
- OED

[

: Ann Arbor 438

L I3 RERRTFIAHELE(DAKELAH I BERBLAREER

L (I
| 2. I# RERRBBRAM(ERIFTH2ARESHHAELE(D), KAER
¥ REMEEHELUAHETRREAMI AU EARELR(T,).
5 3. M8 BBEETHRARELHE(M) . THEAREER(,) HKE S
e BEARZIAFRELA(L) REBESAREGKELUABEZAFELR(M,).

4. VB 1ARSAKEEUA BT SE ) SR RIBRE S ET, EHAR TR
EHELNH A, FREBAZELAFEERHBVY,

[ 150 6 ] R4 A To 4 B R X 28 3 24T 70 4o
B RBEA R T R, 8 B4,

kB R e R 5 48

TERFHAFERENB. 25 EREF=ZTH:OXA3BCU L, £E4£3 XU
L EXEREREE; Q6 ANMANKERE 10% WL L;@EF BINE)E H 7.

(I8 7 ) 6 B R BUR H 4 (TP
B GBEEMINT 60 % AN I, E SR8 55 2 R, S RAHIE SN SR,

| IfiL{E LDH F, # aa-IPI 4 2 41, J& TR G4

|

- OO

| o L1 L U 9 (1P 0 4 4 I A B R U #6541 aa-IP)

|

|

IPLEFEATENER(ENMEEL 2) F8>60 5,5 KR4 H 1 ~ IV ,ECOG 14 fiE
REFL=22, 84X RHKE>1, IDHA PRI ERNE. RELO~12) KPP RLA(2



REE BEKEE @

) EFRAB L) FEA(4~52) BFS FREEFERLH K 70% ~80% 50% ~
60% 40% ~50% %1 20% ~30%

S EW IPI(aa-IPHEFEUTINMER(FENERL ) 5K # 1 ~ IVH#,ECOG
=2,LDH kK FHEIEHE. EATHFH<0 X HEH., RAELO0 L) KFALEL 2).
BFRAQR L) BREAGB L), BEHS5 FREEFELH K 86% 66% 53% F1 38% ,

ECOG kBB 15451 (ZPS,5 533k )

0 EBfEAZTLER GRFUMEHRAXETEZR
1 > A RNERGEAE D A BRXEEAAETE ETRNEREW

&H &,
2B RMAGREFEE, EERATEEL, BRFL T —FotE T UELK
‘}%ﬁc

34 AEEEE S BE, B E —F L L EER R AR,
45 BRRAR,£EFEFEEE,
5 /ﬁ”:%to

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|
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|

|
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(8 8 b #5402 |

RREE 1 ARYE LA A0 o] BAARZ U2 T YRI2 K B 4K 8 JEREHE A AR R b A
MY B 4 aa-IPI1 2 43, s
BB 2 ZA & HBV-DNA %F 2000U/ml, ALT>2 f5IE #H LR, HEBR IR I A 5 259% 5
FoAth J5 R T SO %8 o SN2 W < 3 sh PR P O R EE T 4 o &
[ a0 9 ] anfal iy 7 -

BBk 1 ALK WAL DLBCL fy7 9UIR ,

fia] £ HL S A ST AR T SR o RS N AE R 22 B 40 MK B IR YT i :

Y. 2RI RSEE B Z0E 58 T R 2w BT (R) B G0y AE A DR S i Wy %, i B

SEHCHHRBUR , FL RCHOP J7 R I Abi e — AT /% B IE MR A, B

ATE RS SR |

RBEE 2 HRE T SR P 2 R B PRI R U B I AL BS BT 7 AL :

ZHRETARABGAIFRIE 2N A BEsItE CRIFREU, B TFRERBIGRT. BHAE

#5 HBV-DNA JUF 3, 497 1 JiLJ5 HBV-DNA 2 1000U/ml, JFF 30 B 38U/ L, seAY ol st |

IE T [

|

|

|

|

|

|

|

|

|

|

|

|

|

W EESHIEEZ B RETRI
HEBEHCARKRES ABTERY I U AR ERFEMEMAYRME, EEL &
AU RERTAERES FEXNTHERENET AEMERY, £FIMHTA
JE 3% 73 % 47 %42 %) 5 LT, B HBV DNA<2000U/ml B ALT<2 ¥ E% ERME, A TR 30T
51 HBV i i m Ry 7 R, A4 0 R TR FEHGH .

BEE3: N RERIITIEST R
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FEE THEHERE

A R E YK DLBCL, B & 56 % & R-CHOP %, 7Efbyr ot & b, & W17
MR K EFM G RBEA,2 ~3 DITFRGIPA IR WR IR I BOR 0, o 4k 48 5¢
6 A7 B R-CHOP RS 25 19 2 4~ 7 B A % o S 40 5 F1 2K 8 4~J7 #2 R-CHOP (9 45 3R J7
Jrso i 2436 07 R W B R A a , AT K R kB 9T A A IR T 4N RS BT (ASCT) it 47

iz N Y, JCE R, JEHaAER (455078 | RILBE AR, 25 T 6 4~J7 F R-CHOP+2
PRIZE PP RMIT AL T DLBCL (P M R RICHIBAYT . & 15 25 % 0o
FAROLH L AR T CT S50 A, 25 R AF Ao i, W2 #& PET-CT. [A] i iZ 88 Ok Z 9 35 #5417
FAETRERS DR AGERMRT T REREEDS 12400 BAMUT R 1 K28
HF 9 L35 b5 540 \HBV DNA R ShRE , $ 0 BIVE s (hyr 85515 L 48 3 A K 1 0k 2 R 4% if 3
PRy JHBV DNA FURFIOAE, ¥ M BITE . Wit BRIl 212 .

A7 30 ][] st &5 0 i A KA VR L Lk VR YT, TR I ol PR R B S RE A, IR
% Bl i AL TT Je R P R A A DGO RE

DLBCL —£: HZy AR &R

. T ~1#

(1) RAWBAELRTEEKEH R-CHOP4 B 7 £+BH KT o

(2) RABREFETEF B EEEHL(LDH #% . [ 1 4548 A F 60 ¥ ECOG iF 4
=2) :R-CHOP 6 ~8 & #i /7 %+ /5 ¥ B7 o

(3) #FAB 3 :R-CHOP 6 ~8 J& # # %+ 5 # #U7 -

2. M.IV¥ R-CHOP6 ~8 A ¥ £&K 5 AFF %K.

3. ARERBEENET T E

(1) ELANBAT WAL AT ABEFEUT EXLBHETAN BT B
L HATHRGHLB P AT, FHBIEEZEE allo-SCT,

(2) FEAAHNBUTHES BB FEUTREF RS
; (3) MoK FEUT RN ALLEETHERRBRLHBER .
| 4. B3 BE FHEN FUMEEEAZTUSTRBEEARWTT LT, AT hER
C EHEWA~6 A AR (PRSP ERMR) .,
EEAAHMEXRBHRAEEA T 10em RABB BB 1/3 WEKE,

R-CHOP 7%

381 %,6~8 FAH. |
Fl %4 B 40:375me/m’, B BRI 3E, 8 0 Ko
B8 B M 750me/m” , B Bk E L % 1 K.
L£EZHE SOmg/m’ , #H AT, £1 X,

K EFH L dmg/m’ , F B 2mg, BIRHE,H 1 K.

% B A :100mg/d, B AR, 8 1 ~5 X,




EEE BUHEM (@

pwe | :

% &4 HBV DNA M £ 2000U/ml , I 7 # £ £ % J& BF 7 % 47 R-CHOP-21 & L7 , ] :
FHEH375mg/m’, F | KRR T50my/m’ , $ | X ;ME £ 50mgy/m’, § 1 £; k&4 |
B 1 dmg/m*, | £ R RAAOmg/m’ , H1~5 K, BHF-AFRE, HOL(FHF RS . :
WAL 4] ) 8 7 e 3 4R 7 IP Kk & 46 4k A v >50% ;LDH 63. 5U/L, MG HEAFBITLEH,
CEHRAF L FHR, REEF 6 AFE, A2 KA LELRAB LT M—" |
DRERFIRABELT. BRTOCAVENAHKE LY LDH o8 557 ik T84 :
¥ A9 2% ,HBV DNA # 44K T 2000U/ml, 47t f2 P & F AL R Bmpsks 2 [
SvRek FARE RGO FRR, ZEF— BTN REFEHEM, '
(G 10 ] A o il BIRSE I g 0 HT30 977 :
BB 1 AR R ;RO B (LT 2 BT BN T 5 I ORI T R AL B AT )

(1 J50 8 5 40 A ke 2 % BB T 1 5 320 2450 405 ' 0 il o BT G5 R LU |
Big2: [

L ALIF RIS ALIT R IR BRI AT 2550 Ik S . RAERBBKARB(L |
T Z MBS WEZL SN R B B SRR EE S . BLSME AT A 2R I AT R
B — UK R I, R AT 104 (S SR AL ) B, 24 /IR B 4 A |
e SN TR B ML S S0% W AR BE VA ORI, IRI AT BB BB AT LSRR
FA&HJE & KR AL bk §48 ( peripherally inserted central catheter, PICC) :
2 ERBEME ARSI TR WA B, ARHE IS 2 (L4 T G-CSF,GM-CSF.TPO, |
EPO 25 50l 80085 1, 6B R AP . BB ] 2 U R 5 R S AR B 2
ALY 5]
3. HACERBACEE LR AT 25 T S R A F R K, BB PRI S N k2, e
ELJ Lok 25 0] 5 | R A , 6 A AR L W S, TR PR M 26 5 24 s W (A @
4. BRQAALER R BT KRR AT M SR AR A, R BRI A R IR EE
RIE RO DI AE R W EERE A TEBMRIT, MBURM i E FHEEE B R
SRS R VERSECHRI T TR R B SR B RN SRR
FREERE RIS TR AR R, AT P BT A 0 o A G O T e P AR A R R )
HIRIT |
5. FFEARRRRBIA  HBUFEA B0 T T 259, 3F LRI 25 . WIER R |

I 45 G PR V5 ORI A G b L P56 6 A7 U D76 50 VA W R B LR
JRUBS: , 26 T oK Ak AR PR, 11 IR 3 MR R 5 Rl R g . OB I BOE AT o I
6. LHEA R BB ARyT o MO FE AR R A AR AR G R b, TR R R KL R :
TRE,DRZE, — EHBLL I REI S, 307 7 BE RO WU , INENE , 28 FFIIR R0 % .
1508 1) AT RO |
BB 1% 6 T R-CHOP+2 MNHZH b iy RALIT G M KK 4595 %< \LDH [ = 1E |
B oA R LB A R B IS R R (CR) |
[ E)ER 12 ) i% A 4 B LA 1] e 47 n
BB BHASERIRSTIRS 1 4FE3 A0 L WG 2 B 6 A L R 3 ERLERE L K.
BB 2: 7R B ShAE LDH . B,-MG Loy P B 4 X £kl 4 (IEMI{Z) 5% CT.PET/ |
CT, LA R HoAth L E A 75 :
|
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SRIB K B 4 A bk B2 & & IE 77 304%# (I PET-CT)

RIT R {34 ’ L R E LR HiE
CR E® E# E# E#
CRu E% 1EW IEH# A E

E% E¥ 48> 75% WA E
PR E# IEW IEH# PR

E# 45 /N>50% #5/5>50% %

iy E N 45/ >50% 45/3>50% Jk
R/ kR JHE/ R Bt B R R E V% TN ¥ 3

T : CR: SE 2GR ; CRu B A2 1 58 2287 s CT Tl ARSI BT B, ARy A 838 B an i, 34
TIG ¥ THATIG SR A CT 2 s TR 3T AT BB R AL P A5 VP CR YT ARG BE VT A 1L M5 S5l R
F AR e B AT R e

SRiBA B 4Rk B8 E 77 BARE (& PET-CT)

CR BT A B9 kb OJFET FDG maRMtkak  AREMAR 451 E BEEHKRSRHN

EHEEIH%  PET [H4; PET AR (E P MR EER
AR/ B 4 s @QFDG 35 RER 2, T B RIE
FIPEARRE S PET B4, CT AL R
BRpkE g IR R KN

PR A] R AL 6 R KAE SPD 4/ 455 SPD(EUERANES W SRIG ST AP A,
G, BHH  =50% ,HAEE T R/AR  WERKBIR) i/ = WAV R Bk
Jhkk Hhm . OIRITHT FDG F3k  50% s F JRTERK i 40 i 28 Y
TS PET PR ; JRZ R AL
LA 1 ERZ A PET [H
g AL s @QFDG SEAEAR
AE PET (4%, CT 875

kL4E N
SD K ik CR,PR  (DIRJTHT FDG & & Atk
5 PD 5 PET PRk, 1677 /5 IR

kEAT A PET BH 5 CT 8§
PET & 78 & A # s s
@FDGFEMMEAE S PET
B, CT & 78 96 Ak 48 K
INEA MR
EREPD AT B m  HEEMAEL>]. 5em (1 fEf[ 5 AL SPD # Kk HARE L
Y 9% kb B R Bkl ; 20 AL SPD . >50%
Sk, B K =50% SIG T AT 2>
K =50% lem {5005 &k B B K12
A =50% , 3897 AT FDG
A5 M dE sk PET FH 1%
KEAEIRYT JE PET BHE
{:: CR: SE R s PR SME M ; SD B 2E s FDG : [ *F S AI %540 ; PET : IE Ay 7 & 3 W72 LR 5 SPD : fit K
EHERHZ




gz sukem ()

SRIBYER B 4 MU ELRTR AR ZRME B 4 M bk 98 i LB — bR B, Ol PR R B A BUE S
Bt 4 2 5 i BARK S HtE . S 67T 25 W F 2 S50 i 5 B K G PR A 6 DLBCL 8 %
BRI A7 AR ] AR s PET-CT 5| ABOR PPl (K R 5 , 5 ARG 00 45 5 1 A 36 97 0 5/ 40 0
%8 E ABEG Kt o8 B AR I B 45 06 4G B B i B2 S A G K 4, W82 Wik DLBCL. % 3)
PERYEZ AR R R . LG I RE RIS T RS RHIR7 , FIRERIFES T 6 MTH R-
CHOP+2 A F Z 85 AU AT , ik F| CR, IS BEVIFRFEEZ# -

(A &)

SEXM

1. NCCN Guidelines. Non-Hodgkin’ s Lymphomas , version 2. US National Library of Medicine National Institutes of
Healthy,2012,10(5) :589-597.

2. Li XQ,Li GD,Gao ZF. The relative frequencies of lymphoma subtypes in China;a nationwide study of 10002 ca-
ses by the Chinese Lymphoma Study Group. Annals of Oncology,2011, (Suppl 4) ;141.

3. Wei Z,Zou S,Li F et al. HBsAg is an independent prognostic factor in diffuse large B cell lymphoma patients in
rituximab era :result from a multicenter retrospective analysis in China. Med Oncol 2014 ,31(3) :845.

4. PAEERSES MW 2. PEVRIEA B 4182 W 507 185 (2013 4EAR) . 4 I 2 2%, 2013, 34
(9) :816-819.

5. DRAGHE, RHENS. EHEMER. 56 2 AR, JbAT A RILAE Hi AR, 2011.

= 1k B A0S & il 2R

1F B ik 2R 15 I T T 40 MM sl NK 40 i Y 45 728 25 696 E2 8 (NHL) 75 NHL oI o L 3
EAE/NT B AR . BN T 40 R AR R A Y | B RYSE S NK/T 40 i b e 589 | i) 22
P20 9 2L 8 o S B AR M T 20 bk 298 55 L X 6 E B 40 B L 7R B A kR A L e
A% BMRR R e LE i R R B, 1697 T R AR, © 22 A 57 1) B9 , 7E I IR T 52
i = %

(=) SMNE T Mg EEIERRE 2

SJE T 4A ik R R — SR T 40 K EL 9 , AR H ARG 7028, ASREHS HLIE 260 B IR FFIRE
YT 20O HK E 0, SOPR A AR AR PR L, R AR R LB SR T AR R, o T A B R Y
60% ~70% ,NHL [] 5% ~7% . WA X ERIARBRA X FHl ERA RS E SR N EL
HERL 2R EE I RR IR , SRR K, WA 45 K AR K (B AR A ERE
MUARE , H A WM A SR S AE , I ARG R LA (R, AT M A IR I BE 0367 , BUG 822

i ek L e

|

|

|

|

|

I

|

- BRMNZIER . !

EEFWS6 S HHHAK2AARY KBS E~40C, WELRERSEG W] :
BRI, MERBAEEARFE BT LTE S RMEREELF 2 ALY RIFHE |
B, WHAAKRERS Y 10kg, BRAKRE, KR 2ER 0%, RS 3, 0 23 '
R TR 5 A A E Sk K24 2om, KM, RiEH, A RBHE, ARA. |
& B AL R RE R M T 4 dem, R DT 2 2em, 3o, R, B |
F# % . WBC 2. 6x10°/L, Hb 80g/L,PLT 60x10°/L, :
(G 1) ZBEMEL L% E? TEHTHeRa? !
BEE 1 ZARF LI T Rk EL A e R R A S B I R B, Il 5% g 4 i 440 i Uk :

Ao WG R 75 8 OB % O 2 2 s S A BVAYT 2 R A |
e, AL RGE PR R GER YR B, A SRR WA B s 6 DL R o B BRI B E
WL ARES Q8 SR tim . ZEHENPEBE, AR W A 5 REERRK NI A :
B QUMW RGOS LB EA 2 M40 v, IR 25 K, BOZ E e B M R, %
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FRAD 7 L7 4 B9 S

A

B2 LA EFITEM MICM A7 | 0075 4 (LKA | B, - TR (1 (B,-MG) 4% Fif

SPUR R A ER TR LS IR AR A . O HEBR IS MG , B T 91T CRP

ASO .RF PCT %##

ERIMNZiER

% #; WBC 1. 68x10°/L,Hb 90g/L,PLT 43x10°/L,

FHAEE A ER B H2: ] B KR ET L AKKET, EAMBRKEF,
HRAELRE, TRAEMCEI, 5 5% . FHMERTLHRSREAFA KRS @LZE, 7§
MAX @I FEMNLFFEAY T mIE L 2.5% . Brimid G EF, TCRy fk oA K fakk,

fo ik FA & B H A ER I 34k ALT 250U/L,AST 200U/L 1, ALB 26g/L | ; $L#% B
£ (LDH)365U/L 1 , jk# ( UA)480pmol/L 1 ,B,-MG 4. 6mg/L T ;CRP,ASO .RF E£%, &
H AR ER IR AR T ik 4k % @ (FER) >1500ng/L; PT & APTT E% ,FIB 1. 2g/L
M4k, b = 8% 3. Ommol/L T

HRELEL RCLELEMEIR, PFRDRC U0 ZRRMZHE, RN F %
W HREAZL, BEAL B RE S N, hAMAMLEE.CD3’ CD4' CDR™,CDS6 ™,
CD20™ \Ki-67 Fatt % 70% EBER™ , 4k EH 250 A T mfebk & E45% A

[ [BR 2] 14 H ATk 45 R, Z R E W47

BB EA R LA IR | 4 0 LD , 9 B 5 T A A A L T 4 bk

ELRAE AR, D2 R E i, TCRy Ml S BB P, 1207 S SN JA T 40 M bk L8 ek 2, A5 B IR,

o

BECZ R, 88 TIVB M. % HETAT PET/CT 4, W 42 5 52 RA5 0L .

BB 2. BRI T AN R AR, F RUAEAE R AR A i 40 A PR

H RS WL i B FER T8 | Hh =R AT 4R R, 75 A M il 40 A 25 AiE (he-
mophagocytic syndrome , HPS) fJi2ibrifE. SONISW bk ELIEHF & HPS, Risr BMEBEiS .

|

REEFAX, BERLBEXYR, URBBETEXREAANERRHKLBEHFNE.

HPS ®E 4t

HPS 32 ik B 4 0 A% 4 M o 4 M R 7 O T8 P75 A, ol R BB B M
B e XAk Rt RSB, R E R MR A K EAL BEPHAREH I AR AN,
HHEEEE AT ARENEEME, EARE—WRA, MESFSBEERRAX
WRELERE, TEERMEME FEFGHR FBALE LKD)  HFEENERERER
FEAHEGEL M-8R AR LA RKERATRAE T ERK, Atk

HPS §9i2 lfrir g

B FR 4L 4 4 b4 HLH-2004 454637 .46 6 To70 8 A4t S A B TR0 OR AR A |
i1, #>38.5C; QA ;@4 s fR D, B R =2 MM R, f 41 K B <0g/L, i /ME<100
x10°/L, & ¥ 4 i <1. Ox10°/L; @4 % & 5 JF <1.5¢/L & i H i = 8 =3. Ommol/L; B i 4 |
B £1>500pu/L; @1t 3 7T 75 b CD25 (4 7 1 L2 %K) 778 ( >2400kU/L) ;ONK i b

THERZ ;@R M I AE i H AU B4 R I 0 IR, K L A 7 4



grs Busem ()

ABEGZadE
ABREATPET/CT A& K AR C BB R A WM AR A RSB S i e s,
RERE  F#E,SUV, 15.6,
(15188 3 )iz dnfar 45 % B & W TR T %7
FRBE 1. HPS (3RY7 . HPS J&— ™ H e DA 6 A 2k i, %o R 3 A i U O K, A SR 9897 AN e
i, R ERARIET. . HPS 93677 3 5 2 M8 [ PR 4] 2040 M bh 2 191297 Jr b 4T, 32 10 FH b €
KA (DEX) AKFEIFH (VP-16) FAHMIE A 7 0RYT. S, 518 HPS (5 &5 A2 k%
FE,
gD

HLH-2004 j&57 H &

(1) ##kik77:% 1 ~8 & ,DEX # jk4kif , 5 X 10mg/m*x2 & , & X Smg/m’x2 J& , &
A 2. 5mg/m*x2 &, X 1.25mg/m*x1 &, % 8 J& FF 4% # H & ; VP-16 & % 150mg/m’ # fik
ME.ZI2HABHA2 K, £3~8 A1 A:;HHFK AEX 6mg/kg 0 /iR,
(2) #4597 :%9~40 H ,DEX 4 % 10mg/m’x3 %, 8 A 1 % ; VP-16 % % 150mg/m’
CRAVRHBEEARERW. ST HEENTRER A oG RE, FEFAREE 100 ~
200pg/L, EAXBEL T EE2 AEFT 4,
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|
|
|
|
|
I
!
|
|
|
|
|
|
I
|
|
|
|
I
|
|
:
B2 SV T ANKE R AST X FAA T A SR, AL o
EHOTEET 1A WRE SRR . HRERER LR EIVE B, A 5
BT AL SN T AN LR LT TR, 4 NCCN 457 th Ui R
o, MR HONT Iy R TS CHOP 5 CHOP REJ S, A7 114 MRIAEI) 117 Jr S WAL .
PR A8 1 HIPS 45 BT R R R4 T I A LT
BB 3. RS RRAIT A T R R KA B B R T R K
S 69 I LT ST, 5 A LS LT BT 10 A8 M

i

B e
% & £H% T VP-16+DEX 7 %74 57 HPS, B4R #] & 4= F : DEX 20mg/d, % 1 ~ 14 X,
10mg/d, % 15 ~28 % ;VP-16 300mg/d, % 1.4.8.11 £,300mg/d, % 15.22 X ; & H kB %
kA LR RS, e A%, XEP HPS R ORECHII L, BRBESR
REF, %AKF 2 /A F44% T CHOPE-L 5 £ 577, L4 H F4 T :CTX 1500mg/d, £ 1
% ;E-ADM 120mg/d, % 1 £ ;VP-16 150mg/d, % 1 ~3 %£;VCR 2mg/d, % 1 % ;Pred 100mg/
d,% 1~5 % 321148 3750U/d,% 6 £, fLsitf2 MM BFis B F I L uE, Fadnh
Wi 25F G-CSF % #%¥. BF1LH 4 k)5, 47 PET/CT %% ,## % PR,
[ 1507 4 ] ] i 4 1% 58 & IRIT TR
BRE 1 Z AR ESNA T 40 bk L AR AR R Y, & HPS 2], 2 VP-16+DEX & 4 X
EPOCH-L J7 £4LJ7 J5 HPS 1834 4=l , kLRI VR0 PR, X4 T IVB 15 3 HPS JUE R
R BB BT, M AIAF) CR B A B8 R K B A i T 40 M B2 48 ( AHSCT) AR
BT ARG 56 % AR AGE & 55 B 7 1 F 40 MBS A (Allo-HSCT) . B, iZ B F 10 F — 2877
Hik B AT
RBEE2: fdyiTAMA T 40 M v € 9 A A A 5 ¥ G B L 1) 2 0 T LA R E— 2B B3R T I R
Wb yy 55, 1 FRTI0 A7 oK 8 R ok 09 245 9, LA it 25 1) & A, T R B 4R O &, 11 DHAP,
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DICE %57 %,

N DHAP 5 1697 4 WG FRIRAT PET/CT #6528 , A UL WA A 5 A 35 AL, B B G 2
TCRyy fil & HE 0 BAYE , T2 %8, Bl . — 4F 21 FRUCHE B 48, oA B 4 i K, ALK , 4 1 &4
My /b, S B S5, 12 W R bk B R R, 1 TIT O E, B R Sh RE AL L & OF ™ R
e AT

A1 FE T 240 9 B R R R R R AR B LA NHIL, Iife PR B B 3 BRI e . 1R T A
CHOP FE 7 580 3, 36T A2 Ml 5 58 . HPS S VR F A A0 WL i 3™ 5 19 9 R AE  ZE 3R YT
T A 2 SR TS B2 A Ak v B 253X HSCT,

(Z) BREIHNK/T HEHER

ERIZESN NK/T 41 i bk 298 ( extranodal NK/T cell lymphoma , nasal type , ENKTL) J2& 2 J8 F %
4 NK 4 sl NK FE T 40 M09 R 22 MMk B8, I & T45450 . ERRE, 5 T 5 AL 55 32 10 ik 2
@ ENKTL (7 40% ~70% . 8& FZREFFEHN,2/3 BERRDHREL, BHERLA R 10% ,
WA BAER. &S EB fTE (EBV) B SC R BV, A B A% e 50 28 b UM 22 5 8 K i I
HZ—. ENKTL 3= il PRI A S i BELE S i 1 735 5 W0 I MR I XEE 5 , 3R b IR IE i 2 v £

ZUnE AT Y BUARBR S P SO RS . BT EiRImIKR I, ENKTL B H K ZHE 2 TH
SEMERL O R IRFLE, BHIR2 N RR BER AEER RERBESE, HAERLHRY
A A RERM2 . ENKTL 85T R B 045 o0 P 22 , b8 40 AR A0 /) il 4 B s o 7 ] [l 2 42,
FALBIMAIZRIE, 4 fkH S CD2 .CD56 ,CD3e \EBER FH44%,CD3 BAME, R8I &K
KEAIE] I PR b AT 43 S8 Js ENKTL Fi S 4h ENKTL, {ii# 24 & 90% , ' UL 53 75 A5 76 5 Jis ENKTL
FE 4 ENKTL 93235343 5128 CD2 81% #11 82% .CD56 81% #i1 89% CD3e 76% F1 71% ik fif
B 82% #1 78% . TIA-1 95% #1194% .. & 4p ENKTL [t & ENKTL i f5 2, %F ENKTL i9i697, H
B B —briE T R, B 2T AW AE IR R A R B T5 28, B0y ey BT BR A AHSCT 2
Allo-HSCT i FH HAB BT 2555 . 1 PRI o Bl BB AR

Eﬂﬂ%ﬂi
B FH, 38?’ Bt mpEIAR L& A ENLHS, EHEIAA
WARZAAEARMBE, LALAS F b, RARLRH, LXK L BRK AEFILE
*, ELWMERMKS,ZELEX BEX L TFRALASELE AW BT, ERER
hmE AR AGARHE, K1 AEALA KBRS AR ~C, LREAERK, £
LWERFEEALDS, AEEATEERAE RS, REFHENLRERARAR, A
e, AR —FSEANRRD ., RE3 MAKERV Y 10kg, R EF, k02040
$E 0B AWERE,RARCERBA B, SHBEARALAZFT,
[ 1B 1) WL, F— 08 R4
B R, ZERE RS RN AR, BTN T | JR AR A A DU S
(AR , 24 Hh 15 B B AGAE R AW2 . I AR — 25 46 2 7 A B8 s o LR AR D kT
PEAT EAAG 2 R B A A, B SO MO I Je 5 MR, B 72 05 L, 8 0 R A 135 5 1 1B 3 Ml
S . (B 6 SR A R BUE K AT B A A B B R R i . B R AR AR E R &
WER 9 R 2 B 200 R =5 A 49 A 20 i AR LB 4 2 S e LT G A T L 2 A A A ] A2 T
] file 5 B A A B 2 g B K 2 4 T2 S AR A AR 0 00 A O, IO 0% P U T R A 7 L A A
2 T
B2, 2504, ZBETEIITIERIEMFERM I T AR R 4 B R,
RO o SR E 011 5 RN B s T 7)1 = 0 B = v o a1 1 R % = o e
BB, I 2 Wi R R



FHEE EBEHEME

E_RNZIER
BEEFZBERTRERDER  REFUHAFETERECHE, 845 NK/T
4m e # 2 7% ( ENKTL)
$ A S FE MRI LU0 F B R 36 6 45, R R ST B3Rk 4128 (B 52-12)

E52-12 8% MR #E
AU 55 i S AR AN FLIN S T, 55 TL {553, (a5 R B S AL XU i s 8 B 1S IX Ak 4 48 1) BT J i -5 X4
A B RAAM F AP RN R AT 0L B SR AL L AL K BUE R I E T
AEARBUEH , M3 LDH 250U/L T \B,-MG 4. 0mg/L 1 ,CRP 65p.g/L B & 1

(1B 2 ) VA0 T 0 R 7
B 1 B . R MU EUIR — B, ENKTL A1 5 P4 25 08 . — i3
ST, DTG PE R, BRI, TAT 2 S AR 10 B MR 75 I B A W AT 6




(O8]

N

\ﬂg

TE FBHHEHE

(432 38 FIRIT o X TR G R W i eHErE 2 B PET/CT K25 Sl MICM 46 7%
BEE2: & HEHAIW ., ZEBFIZW f ENKTL, BRF 5 52 584 it 8] A 46 T7 T, 2 i 2
Vi

T LT 20 MO AL AT, B BH 7 4= B 5 I8 A A E B9 I o BRI S A0 o L0 I S I
it OIF AT SEAS Y o 1% R AEAE S ZE R RN ANHEBR A& JF B 2E M 5 SR SE I 00, 7 B i s 4

FEURE R IR . ZBE 2RI, RS2 0T 80T, DO B — 2R T

[SEAt
2% PET/CT# &4 R m@l%ﬁczwr E‘]Rx&ﬁ%"r}'ﬁiﬁﬁ("ﬂm YoM ENEES N
SHRECBEAI; RMAFA LM FT LS AFZRMHCLE, FEHRCHRA(EHS52-13).
i A R h Ak % K B E %, LDH 250U/L 4+ &, B,-MG 4. Omg/L # & , o .
fR B 450 pmol/L w&F 2 ,CRP 65 ng/L # &
FHAE MRV EFABET FHARLASAALAZRT . F
MR A IgH & TCR @4 A FH 3 Mk

i 2 L B &0k o




BEE BEHKEE (‘E)

F R T35 MRSA Fadk, =t § Frdi 4 4R,

S S EARBECHEARLAZFEF .

EBV-DNA i £ <2x10°# I /ml,,

ZHF A7 : HBsAg+ , HBeAb+, HBcAb+, 4 A 1,

HBV-DNA i & <1x10°# 0 /ml,

HIV-Ab: .

(1B 3] Z B A TR W A 47

BRE 1 MWERAYIS I % R R A2 7 NHL-ENKTL, ENKTL J2 88 /0 WL 9 i B2 9% , {2
FEE P AR B SE B 2 WL, #E4e it i T-NHL ) 22% , 5 EBV RLEVIHK . BEREBFITIE L
T2 L9 2 U5 T B NK 4 g sl NKAE T 200, 5 38 2 46 2 DL 5 28 oA 28 40 i 4 2 £ 1 %8 b 0o
WRFCAL , Gy 4 AL R0 12 1 S, Jh T8 8 440 i 1) i 23k R T 41 M FN NK 40 b 7, i Jed 40 ff 2%
ik CD3e ,CDS6 .EBER, {15 CD56~, W 244 EBER + A4 GEi2 W7, [A] it 3 £ 3i5 GrB TIA-1 |5 fL % .
CD2 .CD43 45, ZBEH WA KA ST & ENKTL (2 Wi 504, 7T LAt €2 W7, PET/CT Wikt R
R G s SV J A L S B B M LA . 2 90% FB TR R L AE S AN (B S
10% BE R ZIAE SIS G EPUGE 2%, ZAEFHRE KBUEH , A R HEE B AR,
4% Ann Arbor 31124 11 B 1, IP1 81438 3 4y . Sl AR HME: , Z RUIF R dp ke . e
24 : NHL,ENKTL, 11 B 3, IPI 343 3 43 8 48 s Z BT 48 s e Jkije .

BE&2: HIR Ann Arbor 73 HAXS ENKTL 3557 A $8 5 B SO A H- bk 22 98 {H H R b 80 F &
BELFR W% AR S % Ann Atbor PARSGE . ST EIFZ BT R RHF  EHEZ T
W] R AT B PUR BRI T, LTI Z R s R

1
I

|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
ENKTL B R U BE % FUEHES(IP) i3 |
FRFEEEA EB>60 ¥, 4 B R, 44 KA ECOC PS2, fuok LDH A%, B # |

WL E R B E AR (B R AR, 5% B E Ki-67 7% ,EBV-DNA 7 % =6. 1x |
107 % J1/ml,
IPI it 3 : fu 7% LDH % F E % ,B & R, # B £ £ &, Ann Arbor MRV H1: & H A 1 2,

RA0QHRELDARPE2ZHABGFE I K42V E R

e
ru

(1B 4 ) T 25 % ;R & I TIRIT %7

B FUREIEIT . X F ENKTL 93497, H il A %4 {& R-CHOP 3457 %18 K B 40y
WK LR IR RE O b ol — 287 I R, B FAYT I RAVIERZ . NCON #5ma#fite, 1B BB &
SEHEFE G PR I R AT A T o BT B W S 3R 45 U A A 1) 4% I I g A A T
RAEE . ZIEFZ R ERAER 40k 1B W] f7 76K B BUS B2 0 B K2R IPL B
B,-MG LDH FH#5 %, i 3 Z [k 85 Th g B 45, B LA 3T T b J7 + HSCT+32 R B 7 i Sk A o7
FE . %R EPOCH-L {by7 (HKIEIAH S0mg/m*+ £ ik 2 10mg/m’ + K 7 b3 1mg $54%
KT 24 /NBE/58 1 ~4 K, M BERAA 10mg/m® 55 1 ~5 K, HE I T4HE 2500U/m*, 55 6 K ;45
3FMER LK)

B2 AIHERIRIERRIT . I RAE G IEAE AT R Wk BRI IA T 1 A8 v R T s G A
WA ARK— B4 HE % ph1 T I 0 R JERE VA T A B A T BB AT R BE R R R AT, SRR B 3L
TRIT ST, T80 TE TR T I O IR0 ) 7 B T DA T LA - QO s R g PRI 9T« V% S8 3 A 7 B
BRI TR IR MRSA B4 T 07 5 20007 , [ 24 F B s oh ok s @ BBl 2 1T 9 2
ERZEE N /N=FT, BAR HATFIIAEIE 5 , HBV-DNA % U150/ 460 i, 5 IR 3%
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FRE THHERE

BTN RALTT B FGIT AT 46 TULC IR EEIRIT , ELRE P 245 R A8 SRR B R, iy
FRMRITITRETHIG 6 ~ 12 DA ;e 191 18] T2 0k 28 21 Bl W I K2 4 - 5 b 1 il Atk
IR ST — R O B K AL IR AL | b, AU I BR R B T B ;N 5 1] 4 il
L T i, DR 3R A Y T AR 1 ISR s AT J R R A o 400 0 2 R R b L (7]
P 3 1975 B oA B8

(/B1R 5 ) anfar ¥4 12 A8 & ORI RUR R IRIT T R ?

BEE 1 — ORI PIUUE BRI IR ITRCR , X T E IR, 7SR R R 2 J s K 3
FR#E.

RBEE2: WERMKATT G RCRAES N I S I R .

UAEEEB VAR
BHANATEREALRE, KRBEF HEHRAREF WLALI B OoRFHEL, %
FHEIREFBRFREEL EF, TRBAAFTRBEATHE MRI A E LA, U0 5
AR AERARBL REBHE ARL,LERCEBRERYG, FTHIFLA PR, 44
F # A #7 42 EPOCH-L 75 £4L57 , it #2200 4] . W k4LFF B 47 PET/CT & 38477 2 % CR,

[1B) 6 | iz BEIRITR—E 0T LMEIL? BT IFEIT?

BRE1: ZBES 4 K EPOCH-L FEITIRE T CR,IQITFRY  HiZBREAR ZIBEA
BRI 2 R R o ECL 8 2 i XU A7) 5, B AR AR, I % B IR, HAT M CRI W BB 3 2
B gkt eBRBR , G R4 A 1B 1, BEZ % B R BOT . T BEA o7 BA0% 1 | I AE AN
R R .

BEg2: LT HSCT, SAL5HN NKTCL 228 MM R, B ATBR B & LT +HOT Y 5 454
FERRAE 50% 7o 47 A0 —F A A I B E RABRKE R EIET, BT L HSCT # k32 B T,
H RIRA PR 4R E PR R HSCT XA —EMfEH. ZBERFR FEZ ARG H
.81 HLA AHHA RIS, 8 & CEHER R, A BN EE L E  EFHE P L
H B LM AIEREHE , FrEl All-HSCT X% B & LLMEM . ZEH BETk T CR1 8, K&
il R M, EENESR DGR R4, 7] LI [E ASCT,

BE BB YERSGR

i% 8 45 % H A CTX #] ¥ 49 EPOCH # % 1L 77 +G-CSF 3 } 41 8 o F 2m b, 5 R 4 41
JB o 3 A~ A Bl ¥ Sk 4. 0% 10° kg, CD34" 4w i 4% 4 3. 0x10°/kg, % %% A, % CVB Fi4k
BFERFEORLFAAGAMSAREN M, +10 REAHE, +15 Rl A
FAB A RARIER, MELTXEFANAA AR EFAREHHEX, EA
¥ 450Gy, it £ZNTA) .

ZEEBRTATEHLENT MENE—FE3IANALL — KR, FFAABEHE6 AN
BEAS— R, BFSFHEEM ALRCHILLERIA,

#990% ENKTL EH A HE BAR SRR EAZTEAN, 452/3 EXABER,F
ML ARE REXRF PREEFEARERIR, ERREFLERRS O LA HE
% 4m M & ik CD3g' \CD56" \EBER", 1/ 11 B & F ABRRAALT+4 5T A L 887446, /N
MEEAFT AT EEF AV RASANLABEEOLATFTE, IHWALHARRAG
B %%, 2 #4#m% & HSCT,

(EFX)
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1. EFOC, #7598, S RIEES NK/T 41Ok B8 191297 Mg . IR - WRELSE ,2012,24(11) :643-645.

2. GG, B 28, WRELE. JUET  BEAEER ) it , 2009 :387-448.

3. Eric Tse, Yok-Lam Kwong. How I treat NK/T-cell lymphomas. Blood,2013,121(25) :4997-5005.

4. Kenneth Kaushansky, Marshall A. Lichtman, Ernest Beutler, et al. Williams Hematology. 8th ed. New York:
McGraw-Hill Book Company,2010.
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HENE AN

EY A diih

2 VB 98 (multiple myeloma , MM ) 23 200 Jfd i 35 S4B PR B0 , FLARFAE -8 v o e
WA G I B ST R SR BREE B BE(M B ) I S BOHOE A s 21 5. MM
295 BT A G R A 1% , o IR S0P R Y 10% , 76 BRS& B 50K T bk B 988 it HE2E 25 —
fio REZBYEP A ZRER N 62 2 LM (i R ERE 61 % o BAR IR [ il = A7 I 1 - 98
FORE R (B B F N B9 AR 2 KO A4 5 DA SO o TA TR 8, R MM
RIRFR BTG LIS, B BRI B R [ AR R 10 ¥ Acfq o AR K , MM {93697 BLA
KRS HE]HATHR 1L, MM 3585 — Rl w36 8 500

Z B BB B R R B R, H UL B I RAE AR

(1) B AR - S0 40 02 0 5 T 5 | o ) S ke, 7 T e ) ) 3905 L 47 L

(2) Filn: 228 IE4HHEIE (R MEF L, A0 K0A I 3 A Mk A (350 i/

(3) BIREME AT BE AR SIS F IR 4

(4) 1o $5 MAE « ™ FE IO R O o TR BRI L 2 5 4 Bk

(5) FREREIE TRk & I IRAE Hng A,

(6) Hfig )y TR Al B A S Ik

(7) Hofth: & I VER AL AT R B T ALK O EY™ K TS sl A | JFF LA 2 ) Bl o 22

WS o

BRINZiER
BA B3 Y, AREARAMRI ARYS, 53 AR EH AR HRER, ED
BN, BH ARSI iTA, EHMERRKT, EXEA FRLBYESEAT ME
3K BRI, &P F WBC 14. 56x10°/L, Neu 5.44x10°/L, Hb 92g/L,PLT 212x10°/L,
AMBHRLE AR —FHEAR, EXBRBUAR, ALK B 2R, AR, KMEE
Fo ARAVBEIR A, EMAELRRAE, RAAREL S 10 25, HmA L 10 44,1
Wik RE S, AW AR E R TEM, S8 ¥ AALEHF, &G 170/
80mmHg, & FH %74
[IBIR 1) Lk s, 1% B 3 T BE B 2 W A R
BEg 1 BE DS 9 EURRLE , T R AU — I PRAE AR, A & — bl 57 i 9%
9o UL | SR R A A D PR A M I 8 SR S A LS 4 | B A S L 1B AR SRR
AE—ATEA 2 R BN, BASTT GEIR] I A 52 10 IR IR SF s . PRI, 32 R84 AN L B 4
XS ERHRTRBR , N 5 S A B S R 2 & B R
B2 5BE & EFMAE WHERA 2 &8 80E R . FOR S IR T BT #FHIE % .
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LXTFITLHEZICR ‘
SR FHFNLHAEDIR: oF LR A WBC 9. 22x10°/L,Neu 5. 1x10°/L, Hb 84g/L,
PLT 192x10°/L; B B 5 fk : 5 & & 104g/L(20 ~32g/L) , ik & & 27. 2g/1(35 ~50¢/L) , fa L
& 403 pmol/L (53 ~ 115pmol/L ), UA 1112pumol/L (200 ~ 430pmol/L ), Ca 3.31mmol/L
(2.1 ~2.6mmol/L) , B &MkAEREHE T .
[ 1580 2 ) 14 B K6 56 485 S A ol I PR R 7
B BERENLEEEAERMREAHEAR, GEKRELESH T LUNERER N
PIAL, TREATEOEE , BENEK AR EREREANRTEER LR, B
B A A AT 20« G 8 BR AR A I B H b — b G e BR AR 1 0 B PR R AR R Rk R
A S AR I 5 i 375 66 38 i1 S L k7 R IO X 3 S R e e 5 4 1) 2R 5 1l 9 2 R DK AE oy X (DR 4y
76 B 1X ) HBUAS IR i e (ML e ) ol SR AAS J) 2 F el ik BEL P o 1 22 S B R B Ol 2 R e BREE 1 1)
T, L7 Gy [ 2 o Tk JC e Y 2R AT | I 2K P R PR 7E BR AR 1 X5 T JECOIR 0, 12 AR A N —
AT A B 2 BR R 1 I S | o A (] S e L AR F R K R ot PR AR B R kT A R
HEITEE.
BEE 2. B M ULEF I B e g
BEA IR 24, HoR THANRIT, B EA S 5B F e E. HMBESR
S KU 10 AR4F 98 JRUE] R 2tk 52 R, bk ol PR R B & s, o T 5 ) AR R R 1 5 UL T+
5. HE [R)5E 5% B AR AR AT 3 D A R ET E DI BRI H , SRR FE R ) tE B E A RE A &
i e S ke o XU i e, H R E MR M7, WA LM E S RV EIE. 488 EZRT
FRBER BRZE (0 2 T | v S I A, 1 PR B 2 M B A T RE
BRE 3 ARSI, X B E T TR A 7
1. 25N EERE.
2. I Gy ERE I E
3. EBESR A+ B B8 R (9 AR 2 = A 5 CDI38. CD38, CD56,CD19 .k % %E,
N BEE) .
4. 24 /e PR S R+ PR SOE R A E .
5. I ¥ SR [ E FRLIK o
6. Ifil 35 A (LK
7. ML JRAS AR K .
8. @B EEIE A (ffEmE+WUEE) A &ETT2 5 PET-CT 4,

ABRG#—THE

1. 3%%HE

(1) BHAA  FHBEER, TLO0% FHABEE, LRATFRD BREXFE, L
BE, kR AN, B, AFIBEEARE, MAEI(EHG6-0-1A), StALTR
4x 4m B, 24545 K HE7) (B 6-0-1B) .

AEFA.AMM EXNBURLSFRH A, EHRBIRELSH, ANTESHFELT
P REBRAERFERFYRFEZTRGIF LB AT RAARGARE, FHTLRES
BRA MBOTHAS IPREAIATFELEZIHEHERATH, TN FTHRE DR
B i IR A R R A F R

(2) A X @Al CD38" CD45™ 4 it 4 40% , & i .CD19 1.8% ,CD20 0.8% , CD138
94.3% ,CD54 98. 5% ,CD56 98. 5% ,CD49e 3.5% , i « 3244 1. 9% , 3% \ 324% 97.9% ,
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- d
et Belcl AR

E6-0-1 BEESHAIEMAER
A BHEWR s B AN L A (2140 0 2 458 R HES) )
B TgG 95.5% ,Jo% 1gM 0. 1% , i3 IgD 1.5% .,

Fo M R g B &G F) B - F) BT R AR T A S R 4 E A T L &

1) R E - HBERFT JERETFE, 20FKR, EF R m0eh £k Motz A
KERHBR, HA=H R,

2) RXMIEE . L ER MR T A A R 069 — 4R CD38 #= CD138 4, ik B A
CDS6 A ik At k/\ 248" F X HREHH,

3) Rmph b egtem . TR B IEIRE G 60 T RO, LK an BRIk —Fb %, 9k 2R
FONRHABHA R ML EREAG TR, .

(3) wpEHEGMZ 1gC 97. 6g/L(10. 13 ~15. 13g/L) ,IgM 0. 1g/1(0.92 ~2. 04g/
L),IgA 0.2g/L(1.45 ~3.45g/L) ,k 4245 <0.273g/L(8.46 ~ 12.38g/L) , \ %4k 62. 1g/L
(4.3 ~6.5g/L),

4R Mk o T IgG A IgA A fe IgM A MM k30, %92 3K & & 69| & — Ak R I A —F+
RAEAZS , AN LAREOTHR, LABR &, MEAAA—FRETH, 5 —Fi24
A& (de it S B iast F A& LTAFMNEBAY, BHZEHRI4EH), R LR
KA TgD Ik B, Fr A8y R E AR RN &, mARR LI, Bk, B3 LRKEOR
& B oAk oh & 5% 25 R 24 R & IgD IgE & MM 9 T4k,

(4) hFEEObK. EyREANEFASE(MEES)(HG6-02A),

BB M#EH ﬁ

2 I
ol = p et

ELP G A M K L

B 6-0-2 HEFEIMFE O EHKAIMmEREERESH X
A I B Tk (y DOIRAT L Mg ) 5 B . ifil 7 H0 28 [ 5 HL vk (1gG-\ #Y)



FRAE R HAM

]

(5) & B & bk i % 9% B 2 0 ok K I I R 3k & G IgG-\ & (A 6-0-2B),
fo A JB &G Wik FA M (freeh ) , R A Bl & & &k A M (free)) .

& Rk 45 R Mk

1) sk BEa Bk st T [gC A IgA B [gM A MM ki, iFE G Rk y KKK B
RIBEAMMS, 2 F RS, EM AR, hEEGLARTHMEG#FL T4, {2
RAEMEGAFEGT—ZAKFFAEND BB ELIK ARERNMEGERY, 5z
EATAABRALAFEROGLAFSBIME o2t MM, B A 246850 F 2 THE
8,59, 1gD B IgE & MM & T o if M & & &SR M, &R ikiE it o i & & & iRA 0 2
MEG, 28 HFERAKMESETMEEOY B RKET 5% B Z b oikAn 2, 2 R4k
o M

2) RABREK: hFLAAT L AMBEZEREL T, BFETHOIEERA
IgD # fo IgE A & AP LA 69 MM #47 M & & £ A 89 2 MG M|, [t 4 R A48 K 3% AL
FERGET ., AGIEFZETH Camma R iz \ RIE LB REHEF ETELALEL
BEHEEG A EHE(TgC-A &),

(6) RMMEEGME A 24 D ofREEEF: hiF%EE 13mg/L(0 ~30mg/L) , jk «
4%<6.81mg/L(2.4 ~14.4mg/L) , Jk \ #4% 519mg/L(2.4 ~ 14.4mg/L) , 24 it BE G &2
% 0.85g(0~0.12g) .

SR BEGSTEH22.5kD, TAMRE DR A BRI R B DFERK,
LREFIEETRKNEAS L BAFTAR FABEREGR, LEFQORST A
e, A, A TEZFXELRARRAFTATREOLENARIA S BEARGES, 24
RaEBRABEATHEGR, PRAZAAFTEGHAEZ, NELXRATAHARY
HEEG TR,

(7) HiehsE

1) B, % & 8820ug/L(0 ~1150pg/L) , R kTG 64 £ 4547, 4 1SS ey £ &
HERFZL—

2) ik SLER AL S8 320U/L(114 ~240U/L) , B Bk fib 78 40 AL 13 77 .

3) ok AR B B (ALP)75U/L(0 ~110U/L) , ALP R K o R B &R ey 547, m %
AHEMBARTAREEBARDT BB — KB, B, s TaEHREELT G MM
BALEALP R F—REF L ERBEIKG, T340 KRG 7709 ALP 7 % 69 & & R4
MM i}, —Z &M, BARBEAXREHATRATRYRAN , REARIE —RFL
) ,ALP — g &, B, M &5 ALP ¢ HK 2 55 MM 5 #48 & 5 6 € 3545
L=

4) FEHBEA S AFISH LR . Ao melitFatRFALIEPHIEL R
HATRF M (CAF), BT EFHMB@MLAL RS ML, 358 K, RAERF LB R
R AESAMTHMBRMEPALEBR SN, FERTBELE, RERFTRRAEAH BT, R
A& (A 15% ~30% ), FISH e 50 5 , 5k SALARIEN] 4ot F 8. FLGOFFTH TR
P EREG T4 (IgH) F4%, 35 t(11,14) (1(4;14) t(14;16) ,del (13) ,1q21 F 3£ ,13q14
Bk Ao del(17p) F . Z B AL ERMA A EFHEA FISH 25 R 7 13q14 8% 1921 3%,
1(4;14) B ab, @ 17p-t(11;14) 1(14;16) .1(14;20) 3 M,

2. AEFRXEN MEFTSABTRER ML A JE] 53 BKEHEKE,
A L R % KR AR (E 6-03),
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(D) grs samm

[[BfE 3] ZBEZH R A?

B 1: MM 2 WibrifE .

H i E N A2 s 2 O E 2 R B8R 2 a5/ ) (2008 fR) 2 WibrfEn T .

1. FEZARAE

(1) ZHERTEAGUE A A0 MR 205 BE TR A A A s SR 4R >0. 30, WA AT AU .

(2) PATIREARAERRE (M &) : 1g6>35g/L, IgA>20g/L, IgM>15g/L, IgD>2g/L, IgE>2g/1,
JRA A TERE k 50 N BBE>1g/24h  FFHEBRTEMIFEZE .

2. REbRUE

(1) BEgafA . K40 0. 10 ~0.30,

(2) HsgpE ekl b B BOfAAE  (BAR T Lk briE.

(3) XLIEAEBHEREME) S IZ8 B

(4) IE# PRk 19 B AT 1gM<0. 5g/L,IgA<1. 0g/L,1gG<6. 0g/L,,

JU 2 FIUE— KA TS MM B hRAE(L ) +(2) s B EZARME (1) +IREFRE(2) |
(3) . (4) hZz—; B EEARUE(2) IR ERRHE(1) ((3) (4) TFZ— s BIREARE(D) (2) HRZE RS
H(3).(4)P2Zz—.

3. FARZWiARE (R 755 %1 3 100)

(1) BBy 4 =0. 10 B¢ 2 <0. 10, {HIESE A v R A (350 36 46 0 5K 40 78 .

(2) ML F () PR H B TR S BREE A .

(3) BEORACHS IR E (Z4 1 3 , W55 K- & B e 3 23 1M B
PR T b INUAE V€ By REAE | S A0 T SRR L B |, T IR S X Sk A 4 T 5 R R R A R

RYE RIS WIbRE , 1% 8 B A Ak BB WbR i, R, 12 W 22 2 Pk 5l A

BEE2: e B EF .

HRAE M 2 258, MM {943 B 45 LR 8 Fh . 1gG 7Y IgA HY IgM HY IgD #Y \IgE Y 245 Al
WUTLRER AN AL, TEie b B s RKE E R MM B 3, 1gC B h R Z W LR, & 50% ~
60% ,IgA # 15% ~20% 52457 15% ~20% ,1gM #l<1% ,1gD %1 6% ~10% (I HA/Eh [H B HE £
FRAEER) ,IgE BB FEW , A AEL 5 1%  AGLERIZ G 1% .

TEZ W MM J5 , R b TR o . B ETH RS A Durie-Salmon 43+ J1 1 1SS 43 (3%



FAE mm(@

6-0-1 fIF 6-02) .

#*6-0-1 ZAMFhEE Durie-Salmon 43Hf
S Bax Ul A% (%107 /m’)

I FFE Rk 4 100,
(1) M H>100g/L
(2) I %55 <3. Ommol/L
(3) IEH S A I BBl <0.6
(4) 1gG<50g/L
IgA<30g/L
PRIZHE M B [ <dg/24h

I AT T A0 T 2 ) 0.6 ~1.2

s AT iR—Iak A I
(1) IM£IEEH<85g/L
(2) I 7%%5>3. Ommol/L
(3) 34D EEHE >1.2
(4) 1gG>70g/L
IgA>50g/L
PREZHE M FEF1>12g/24h

BN E DIREAR kA A B PIRP AL . A BY . B IHEEIE® , M ULEF<176. 8 wmol/L; B #l .
¥ sheedht 3, i 1E WLEF = 176. 8 wmol/L

% 6-02 EprsTEIKRR(ISS 4158)

|
|
|
|
|
|
|
|
|
I
I
I
|
I
|
I
|
I
I
|
|
|
|
|
|
I
I
|
s
>]
£

23 R

1 ¥4 175 B,-MG<3. S5mg/L *ﬂjﬂ{i‘%‘?ﬁﬁ[ﬁpBSg/L

1 AT 1T WA= )

I 353 L% B,-MG>5. Smg/L 8
|
|
|

BRENE :

BEEOCETF AR, FRETE N BB BEEL IR FAREAL3 A, 2N |
RELCHPERETRAGSETHE. o4 ENE6-03, :
% 6-03 2012 FHREDLEREL MM FiS 4 Bk :

il 5 2 e |

B del 17p :

t(14;16) |

t(14;20) |

LB 21k ( GEP) 377 M fa I

|

HifE t(4514) |

BT R 13 S0 6 (R R s — A5 AR AR s B =>3% |

b HAb L2 SR :

B Ak ,
t(11;14) |
1(6;14) [
|

I
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RBEE3: i RE M EREMF R OL(R6-0-4),

#*6-0-4 ZRIEEEEHEXE B NARBHRIN

I 557K HE BEIE Il 35 45 & T IE % R 0.25mmol/L ( lmg/dl) & > 2. 8mmol/L
(11.5 mg/dl)

5 T RE I JLEF>176. 8 umol/L( 2mg/dl)

1L IEARMEIE (R PEF 1l , Hb<100g/L 2% T 1E % {8 20g/L LA b

B IR Ve B P T O™ A TR A SO B T

HoAth A AREIR Y B MUAE TE AR S AR (=2 /)

HE A TE A AL IE ML 545 (mmol/L) = (40-EFMTEER g/L) x0. 02+$f5<?ﬂ]§’%(mmoVL)”JZ&iEm?%‘{‘E(mg/dl)

= LB 1. me/d) + [ 40— LT 28 (19 B (/1) ]x0. 8

% B RS 2 &M E B8 (1gG-\ &, Durie-Salmon 4334 1 B 3, 1SS 43301 T 18 ) 28 B

17 O B P B A | IO A R AL

B4 K52 W.
L PArrRERERRE H (M EH) 14 R12 8

BRERERERD(MEQ)NESEH
ERHAMEZERAAFLERNL, RMM A, UTHRALL2HAMEL, FEHZ
£5,
(1) BXRHM B TR REZRE A DE(MCUS) : Z5| &R M EARE LWERE, &
Bi MGUS FEHREUT 4 & Ok £ 5 % M & & <30g/L; QF # F 5% 5 /& X 41 M1 <10% ;

@ ¥ 4 f 4 7 By B o 28 B A 41 AT s @4 B M B 40 L9 7 M RO o

(2) Waldenstrsm E 3K % & fudE (WM) :M & & 4 IgM, B 8 3 78 o9 40 i 4 ok B2 4 K @
M, i A A & CD38,CD138 i 4, B Bt & CD19.CD20 H k%, % L HF A#F. AR
fir Z¢ & (FISH) A 9 % F t(11;14) % IgH 5 60, 2~ F £ 9 F R0 % % A MYD88 1265P R %

(3) POEMS A fE: R AN Z A UM ERE BEMA ALK £330 ERE A ME
FEBREKE AT MEAFHEREANDHIEF

(4) ZEUBHARREL S . REABREE RS AR ERGHALAFE T B
R BREBFERAE NG LR A AR FTENB0% U L, REFEENS
M AR OREFERMFNR . EEUTEY —F:RRZFEMHEME Rk
EHFEERANERGRFAARL WETAAERFA L, QAL RN HEY R ERE T
BLARAN FREITE T FEE, IR ARE TR RTHEN DU EIE, O <&

ZREHE,

(5) ¥40M A . 5 s A o 48 f>20% , % 40 j 4 3B >2. 0 10°/L, 7 1 MM
BTk, AT RBHERIAAXER G LA

(6) MABEME: - AETERREFEHRUANSNEANAMIN R AHE D ZEFA
LR, B RTINS F 8 6 2 8 L M EATL & PET-CT & 2,

(7) WA REE K ETHERUS R BRI E, DFER(R) RFPELERETE
MES , RERTEEEESEERMHE, FEREEY , FR X AREEY, £ MM 48X
BERALRYG, .

(8) EM . A REERKARAEE R4

(9) 8 Mok B 40 M0 & o) ; 40 JE o B ok B 40 B 46 3t =5. 0x10°/L, 5 K & 7& CD5




CD23 % M {£,CDI0 A%,
(10) BAfHhEM: I RRASH, HIFERFE,
(11) Castleman fi: — KR AHEAKELH A, S RAN S KU ARRECHE,D |
HHAMEL, PHBERRE,
(12) REMEEEEEREEDE SR TAURRORARY SHHARERE |
BRSNS AR EREOREAS NS A EY, ROR DR RN, THRER |
 BEEREOBENRREE BERE B RERER REFRE ESRERERF
 ARBERS FMBHAE % |

2. ZEMEMBAERBEOENCE BB EA TR T LU MM M % 5 .
i 75 B P e AR il ( ALP ) 6 7 8, A 7 3 S ) W B — 845 QX R ZHEA A &R
B, R B B A B B N OB B IR S A T L S 9 0 i s DR 4 R T A LR
p,- %3 8

3. ERASRSHEIERZHHITEOL AL MM B35 ] fEH KR & B R EUE IEA 280
b KAV DI RES FE 1T E 2 B ARL AL MM BE S ELO AR ORRFENEZ LN
Bl AL LU 8 R AR T & 28 AR, A B & S d i 22 T A RS V5 55000 18 7K i e 52 At
JEGY g 28 HURE AR T 12T AL A B SR IR R 5 30 A DRV (ATl IR 5 B80T T 3l e sl B8 45 9 B M A
AR BRI R T E SN B, R, 6 AR R BEEE LA b I PRIy 3 1M 2 e & R
MM 83, LB ATTRER H M B A N &4 B BUE AL 2057 101 15 8 4F B TR Al S 4k BE AL
B, J5 F 0L AT RE S BUR BT

| e - T r——
| % % B MES I S hERE N R FHLHRIGEER |
BHE R MM B LA P B A2 — . B AY # 30% ~40% 9 MM 4 o L
FaTEY ER,S0% M EFERRG AR T HARRE, FERF AT HRMERBHE |
| AEFK 0%, EREE AN lambda BHR MM F RS o XL — B AR 2000 £1 A ~
| 2007 49 Ak 223 5] MM 347447, 95 B A2 I o R4 (% CKD 238, IVEF ik B < |
- 90ml/min L B HARE) WEH 174 51(78.0% )  EE B T2 BH 68 #(30.5%),
§ 1. MM & 3 ¥ 4 % #9% B fo L4l

() MEU EXRRURSEMM BRAFHEERE, 4 5 0%, #ERENE

R, UAHEANFERREAR SN ARRKNBRARSAEREENE, R

 EEEERNE,

(2) BHRARFRBHERETURBAREFRAFENBRAARTEAR, £
| ERGEAR ERTIHRFABUEAR REOURBEORNE. RUHEALRNY
| RAEMMBEBRFERY RO RERE, EREARET ARODFEFER |

HRIRREMYE, & EERIEL,
| (3) %%l RBMLE .,

OETREZVICET T NETETN T TN T2 IC T2 RN

C RYHRHERLAY CRRE AEBFERLE BV EYTEREERE,

L 2 MMAMERENEARTL OF4R:SUBBAE AHBBARERRRHE
EHUAEO N QEDRTL RAANFATG MFERBRETE, “EFHALES
3 R 2 ;W /N4 ;3038 B /N 4R 45 T 5 B Fanconi & A4E , R AL A 3% MR
g 1K 4 i, 0 N AR T SRR M
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SEMBMWETRETNRERERIA

0%ty MM B # 6 B ME , B REFXIN. O EFURE A ME FE£ AEFRE
HZE HUBEKEXRCEFETULE, XERETLEARR A BRA LT, QFREF
B RAH ) ZRNEREERE, FANARER EH, BERXREE, T MM ZRAET
EEANFHEFUHERRBERAAEN AR RERNEATRBEAG DB KETEEE,
OREWFH - RENLTTHEALEE, SXANELEREH. QFFEA . FHI L, —
kA RmRME I, BAEEFERERE.

ERERFBET FNLBRMEF . ERXLNRAETNHED, BHEEHKMK, R
HEBRERD 0% U Lot A A EHER, BH ZWIRK Y 3R (MRI) 7 LUR AT 3 R 1k

BEZREFEL CTHAHATHE EAFRRER G, EoTR4ITEHEE XK CT
(PET-CT) SR, ETEHERR T ER AR M EE A THK I, ERAG. TR
S MM AU LA A % PET-CT o E, RHBERRREHEIERBRAFEL, FHEK
W F R, T MM 8y KR AL b AR E M A, TR AR, B R R R B MM B B E
BEZRRFL, FHENA

(B& 4] A2 W MM () 838 ) Z 2 A7 ?

XtEFA AR MM, W55 RGIRIT o X T I BB, Bl TR UT , 25 & K
MR R A e AE AR . X T ICRER B B 538 DS 43100 T 389960, REULST , Bl 17 i ARl 5
B 3 AN H B A AT b LGN a2 B FLRR B SRS | 85 | B, - TR A 1 L L SR R A
I3 2 ek B i SR i A vk (24 /N BRUEVER PR AR R Dk B PR SR [ E LUK . LY
FLC A By FHIWBR I . B2 4 | REA I AR R N 254 o

[ 160 5] % 8 & e o7 2

B HELRE MM SUE.

1. EASIMAE  XERS WL & VSRR 2R YT R A B L S R B AT S
PRS2 LRI A TG A JF R A5 INLAE . 55 85 IUAE A 58 SOR28 3 48 FURCIE A9 1ML 45 >2. 8mmol/ L,

AL

(1) KAk FIBR - #hR (G H AU A 4R 7K ) 2000 ~3000ml/d ; {45 fR & >1500ml/d

(2) s FEOSUBS MR EE - 48 FH AR = AROBUBE R &R , iy R I 192 — gl almeofe B 1% . (EL 75 S I A
F W ThRE, fnif Cr<265p,m01/L,ﬁIé§@Fﬁ , N =265 pumol /L, 1) 2 4 UL T 355 o4 5 308 4 A Jill 1 £
R 5 10 Pt e A 81 o L 65 194 P, AS SO o

(3) MR R M ZEKHS 20mg/d,

(4) MBEEHT: M2 ERTEARET B, 715 AT BB .

(5) R R LR HEATIAYT . BAT A A B e R PRk R AER 5 4 1 e 3

2. MHEAYEEMEMAE 41l 1gC >80g/L 1gA =50g/L Al 1gM =>30g/L i}, 8 # A] i ™ &
F14 VB0 250 A I , 200 DR B SREDR 0 Ok i AR A o ) RE I A A LA ), JE 32 B AT
KE,

B2 [ EEE MM EIRST IR,

HAA R A2 O ek R R e N Vb R JE e ) F9 Tk 5 AT Jr 3R B A AR i T 4 M
A, HATZ Oy el MM s 7 A A7 3 e AR SR T AR AU 3 SR IE R BIR T 6 45, 2 Rtk B M
(36T = — TR G TR, IRIT 4 N IR T A SO G B A3 1 40 e #4136 97 A
$EF5iGIT . MM H §T B R AR @, (5 2 3 W8 o — Rl 2 60 018 PE g . R 40 8 A 18T



e gamm (D)

B AR, HHE S B EK , 4 % R B8R, W4 B 9B A 7 1R
5 L FE B PR 5 0 M 0 1 L B 5 U 8 A X, LR T2 09T L R ST R M S 1Y
fEi.
B3 IR BT R
IR H MR (<65 %) Fris i MM HB 2% | B 1506 2 37 26 0B 0 K 10 S 17 5 B 1 4k
I F AR AR T TR . R MR JE I A R K B 7 BB SATT 4 TR kB
FPA (BT ik e R BIEAT (1 i i F 2N RE M. R4S 20 T UL BI04 T 51 B B0 A e 4530
IF  JERRATT T B AT
B 4 W HK R REEIT TR
L BRIEIT TREU TR BRI, — s 4 7R, BRTE:
1) BD=T J5 %8 (WIS K + b BE KA + V0 M)
2) PAD J5 %8 (R 4 K+ 1 SR MR BT 285 36 + 3 FE KAL)
3) VDDT 5% (T P + 1 A BT 55 2 + M JE AR + VO BE )
4) TD J7 % (Vb FI e+ M KA )
5) VRD 7758 CHIVER {4 K + 8 E e+ b KAL)
6) Rd 7758 (KR HE e+ Mo SE A AL )
7) VAD J % (KB 5+ b 2L )
8) DVD (i b B2 28+ 2007 i+ H K AL )
LA Z b SR I A AT 5 S R 69T ) B 75 T46 4 4ksF (VAD . DVD) , H i [ b7 B 2
TR 5 R A BRI AT
2. HtkHEM T AR R T A0 R R A BRI 4 AN RRE AT R
4% VOPR LU FIF AL B, T 34T 55—k B R F A A A, 58 — KB M T 7 5 — R A A
5 6 A~ A Pa kAT B HE NPT 0 S MR 97 RO VUM 06, — MBS MY OB T B RLR IT O
AT :
3. DUREIATF LB AT i Ak 6] 4 2 k4 725 KLU 1 O A S BB R B, T e f‘
£ 28 0 S R0 A R 5L £ 4 1 PRS 1 OS WA G . A3 4 1 7 1 P I AN RS AU AT 34T
TLRERTF 2 ~4 MTR. .
4. HERAITRAGE KA LS, AT IR TS BT, B R IEE R AR GER
PFS il 0S, 1337 [ Vs i T 40 RS HE % 70 RO A v i B ARSI 645 . SRAE T ANAS KIS |
FFULEAIT , AT e L A7 IS HEAT . :
HEHRAIT ORI B 278 Bl MR R 26 R B4 AT F RSB BT B . BIRE
AT M 2R 1T AR R O AR T 7 58, X HERT A IR AR T TG it |
VORI FE e 200mg, QN ZE 453477, IFe B 780 e 4 T 40 % 300MIU, 458 3 WK, R4E R WM A 2 %, |
TgA | TgD R V0 A HE AN F41 2006 & e R 00T . X AR BEMR 32 L3R 25 W 0 , 7T 3ok FHT Sl IR e :
|
|
|
|
|
|
|
|
|
|
|
|

e T U ——

HEATHERFIRIT o

[ B0 6] 3% &3 anflia s 7

L SAERYALEE 8 A BE B AE A R S ML AE , 57 B 45 T oK 4 (42 3 2R 7K 2000ml/d) | F
JR M ZE K ¥ 20mg [ 1 85 4b 2 ( 3 ifi UL &F 403 wmol/L, AN E KL FH # ok — B M £E) . A B
F—RKME _RELH TMKER K. RREEZIAG A, B = KIFAES T KM
‘ 2. BRIRIT  RBE <65 % BR'E DIRE I8 N JRUR R 0 IR (R S AR At , O H fth B AR
DIREAR T o IR R T S R ORI S T BT A A I T AR T R . R
I7 07 R EFE PAD TR (K 1. 3mg/m® 55 1 4 8 11 K, B RKIE S 5 IR AP %K 40mg/m”
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554 K, B ; U FEOKAL 20mg/d 58 1 ~4 K Ik ) . BT BRES IR BT MR IR IT
AT, FE AT 4 NTTRR T RALIT . 4 TR PAD i SRIT AW  VEMITACH CR.

3. H A T 40 o A AR

(1) SIJE i i 40 3h 5% F1 R4 - K A A & CTX+G-CSF 5 &3 51, CTX 3. 0g/m’, 45 1
K ;G-CSF 300pg/d, 55 2 Kil2, BES A 7 RF AR MMEE= 5 11 XITd&m T4MRE. R
£ AL (MNC) 24 4. 8x10°/kg, CD34" il fifd #7 4. 3x10°/kg,,

(2) ARSI L i 40 B - B3 7 58 o 22 e 2R 75 R UIT 200mg/m” , % SR & H]12
i il ILEF 9 406 wmol/ L, £85 —37 2 PAD 75 S24kS7 J i VLT B [ A TE %, B8 0 TG 7 0 3 Zc e 2
AERASTHE. BEOAMMT+11 KEE,PLT T+12 XEE.,

4. BFRRT BEEBMAE | A &SRS TR A CR, MK E EIEW
. FHAE 1A BRI FIE R 200mg QN 4ERERYT

[ [BIFA 7 ) 397 il A W 2 v A 7

L B A2, Zanfa kb3 7 O AR Fad f9# 7 R, e 3k4s PR X LA Lyrakd,
FAEEFH RYPAT BT 4 MRS AL @FF &l KK 30 & , Al R 56 .

2. BEWPER ZAEBEMFRT TR ARBHEEE R S ALIRTARME K EE
£, AT F BT A el 55 i i 40 A A .

3. MM Jf & iE4b ¥

(1) EHERAR

1) {0 AR Fok 9 AU R ER 25400 , (i FH I ) 22 246 2 4

2) A KEREEE YT ECR HE B I 0B B T AT RIBIT A REAR 008 A FE 4R M- T
AR M BIEAR,

3) 1k RN NSAIDS, ] g ME 2547,

4) T AR R TR T AS BB i A9 | B K A 0% B i B BIOKS A A T
i, BT 25 40 RS | B R R AT BB AR SR T AR 2 JS AT .

5) EEMINEIT BREHEE .

(2) BEhfEARL : ORI FR - 3820 bR BRI Bl A {2 2 bR B2 HE it ; @78 1 28l 3, b Bk
BT s E A 5§ (AT S 0 25 A B D BB A 10 OB AE R (BB 1 28 IR 2K 5% ) ; @2
1A FH 1 R 700 s N FH R 300 ] 10 25 17 e ) ' 2 RE o

(3) B IAE : WL MM 2UE AL 3R 57

(4) i : o7 % EARLLA0 M A R IR IT , B 48 T L i UL

(5) BRY . BUEIR T & Rl , 35 R I T I AT AR 2

(6) TE&hAEMLAE : W MM ZUiE AY AL BE 43

SEBEETNEN
BEBAFLA EhTaRSHENERLHE, ENATERGEN, S58
FRHLFOTER, RARKSLFEF—F RS 3 AR BT MM &7 454769 1l
ANF S EHRFEFHT ERIFGEN, FAAEA—BMRELZTAMRB TR, £
CES



[ MM 258 7EE )

1. i F R+ 532
2. ik
3. M HA=Ak
4, BRI
Z e
~Hik
)b
5. ISR E A
6. 1M HRE [ 5 HL ik
7. M E EH K
8. Ifil A< A& 13 ik
9. IRA A Lk
10. ifil B-MG
11. REERE A E
12. 25 BEEA

SEXH
o 2 P B BRI Y . P EPIRIAAR ,2008,47(10) :869-872.

17
2.

Durie BG, Harousseau JL Miguel ]S, et al. International uniform response criteria for multiple myeloma. Leuke-

ME[LT
Z RASBREH
<65%
EABAE
120 B, 33
et
h
>65%
RiEABAE
DS4HH
1SS43+45

mia,2006,20(9) ;1467-1473.

o [ B P2 R BE i 43 £, AR B S 2 il 43 2, v B 20 Rt A R AR 4. v 2 A R

......

ASCT

HefrtsT

BFEH
JEBLIE%
TR R

2IRTER (2013 4E451T) . P A RF42E ,2013,52(9) :791-795.
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e B BE I E M

H-1 HRZLANIE Y 2

FLPELT 4 U3 229 ( polycythemia vera, PV) J& — 7 LL£T 40 3 3% A 2 81y SR A0F #4180 - B 1s
A AR G SRR IR T T A0, A RE R R AR R (B R KA R A, A A
L1A0 M B WA R . e I AR L R SE 4 BB, B RTIA M S Janus SRS 2 (JAK2 , —FhJif
AT R 2 1 B ) Ak IR Y T BB AR A9 M 40 L R AR A K. £ 95% 1 PV % 9 AT G ) 3
JAK2V617F 2875, By T JAK2 BERAF 8 F 14 155 1849 {3 4% 1k rh 1 12204 28 748 Jhy ik i g e, S
BOEA G YR 617 (LRI h AR B KN AR, 515 2% ~ 5% B99% ) a] K] ) 4%
WHABIERI G0 TFAMNE T 12 EAYZE748 , FR R JAK2V, S8 JAK M 645 50 32 1R i B M e s e 1k
T PERFSEIG 98 , AH R P EEB0E JAK-STAT {553 42 , (kL (21 | 5 55 7 40 i % 40 M R -7 64 ) i
K498, HLZT 4 M35 AN PO T2 4i i A4 i 2% (EPO) , fii &2 4 PV,

PV )il KRR S A0 S TS 2 |, R RGBS 0 , 42 B 45 I 25 i 7 2% 42 0 41 27 Bk i Bk
FASE. ZIRRRERE , W e R BUE G A e , E RS , b AR R >10 4E | ifn #2498
Be b i 2 fe R WA FE T IR o R AT R 3 S B B : (DZT 4 Ffd 1% 78 i 9K 309 - 21 40 e i 882
FEXG T, AT RETC 012 ; QLT 40 B ME R 7 400 - £ 40 MR T H50 8 1 e, OF BRI R AE AR ; Bk i 184
FEY) - B PV TSR BELT 4E 1L 10, PR 1Y Bl 4 i 40 I 03 20 K A T 1 I R 2 B, 20 B0 1 T i )
7 4 4 P 1 a5 2 A

BRMNZER
BEE M85 AL ALmpEHI0AMNA"®Y, 10 MNAN, FEKAREN
& WBC 12x10°/L,Hb 180g/L,PLT 390x10°/L, 3 A A 7,4 K Ef £ & & .. WBC 14
x10°/L,Hb 183g/L,PLT 482x10° /L. f 4B k7 , A& , A ELBE, K MEEF, B
AR, B REE L KA AR RIAE T, Rk R,
(B 1 ] i 8 N % R R mT BB A 12 77
S 1: RBC Al Hb 34 @& 2 4k 7 5 69 1f 40 M B0 57w e d , i B R 4 WBC #i(5R)
PLT #47 , B 5 B R G5 Fe 2 B RS pa M, in vk 2r 4 i v 24 . B 575 S HERR
2k 5P 21 20 U 14 22 R AR 4T A 0 2 (B o
FBRE 2. [n)i2 N TR []R A17 AE AT BB 3= A8 MR s, R 30 R 5 R AR i 2
o TSR A AEAE T RESE A 200 EPO f g , 40 5 2 8 A B4 JFFR 5 2 A A O KRR K B3
i 8 9 448 14 I R
[B1E 2 ) AR IS T, o AT IR LL R 2 2
RBER 1 AR pRTE R, B R R B A L, T AT, S A O R R R A, 2 Bk
TR B 5 Al B K, B o R B, O T2 R ] B S R, B R AR Al B i K, B R Tem,
Ifit & 160/110mmHg,
BRg 2. Wi
1. M4t WBC 11x10°/L, RBC 5x10"”/L, Hb 185g/L, PLT 463 x10°/L, [ 4 }fi 5
P p PRI 71% , AL LI 6% ,ETRMERI AN 2% ,VERR R4 1% , i B4 20%



gte gwwaewn ()

7% EPO #BE & {AF7ELL 40 M 4 X 1% 2 5 BN HLIA EPO ok BE Bz 153 P Bk I
RO TGRS A+ AL (PR 4R f) .
£V U e SRR SR N IV i
STt KA JC BCR-ABL & 2L 1 JAK2V,
. BaERAR S AR A TOERE K B A R

RBEE 3: VKIS B A F AR R B L A 2, H © A B i E] i B U, UESE 40 40
s o 0 B o 41 1 i AT TG, PRBE WBC 55 PLT (9345, AR I FRRS S, Ik, M3 T
R TCZ FURBL A B , I HLJC R SR B, 7 55 B I B8 B Rl 408 M b i, 75 Sk — A B 4T
YA 2 R E N IEYE A EPO B9 RO A B B AL TR A s # 5% .

R

|

I

|

|

|

|

|

|

|

|

|

|

I

B LT AR 5 5 0 S BB B |

L gRAMOARESE KHRE BEERE AEAL RN ARG Bk |
EWRHRE BEPAMLE G fEFREL ARSI R EPO N, RE B A M FFHE
% tkB AT Rt EPO K EPO MR A K AT S RO MM R RH S FRA5RLR |
#4544 15 B A L !
2 MAMAmEMEE FERE M5 AEHF FERE KL RLEEE |
W B Bt SR A A S L B A AR B B !
RELRS B P T |
(1) FABO M S . FHUER AR ERA N E ARG MREEHNS, |
>600x10° /L, ¢t /NAR 2 b 5 %, o 40 L B <0. 4 T A B IEH ¥ H M A, % 50% '
B # JAK2V617F [ ,Ph #4,1kfn BCR-ABL g & 3 H fA -~
3

£

(2) FAMEMAENM:BARE FHAE " TH . ARERAETHEZ A RKE
HRDEHAE AEARRE(++) ~(++4) SMARFE RS LR ERFERR LB, |
| #150% & JAK2VEITF M ik A A 552 i P47 & (3 MPL W515K/L) {2 Ph R fhFr | 4
| BCR-ABL & % F 44 2 A # .
| 4. BEMEN G LR k3N R ERR, B A KR L R
2,0 M H. RIRFEKIPh,1(9;22) ] Fn BCR-ABL B &3 [ & 347 4E ¥ 40 L 5
FWATHEE R FOUR M PR M O T N R o R A
W

|

|

|

|

|

|

|

|

|

L) [
EIRNZER |

i F RSk :

1. daik EPO KA 1.6mU/ml( £% % E %55 H 2.59 ~18. 5mU/ml) . “ |

2. BMAR FHEAVEESX B 4L EZ2¥EFHLE A LAHFERREE '
FPRKSKER, EHMI 10 A/ 2 A, TRRAY mARH) MBIMK(-) (BT |
1-1), |
BMEN i AR A ESE MRS E PR, :
mpp ki S 46 ,XY,+8[6]/46 XY[14]( B 7-1-2) ., |
»F i 45 BCR-ABL mRNA Mt JAK2V6I7F 4% E (B 7-1-3) ., [
MABRE AFEE WA, AL S AR, |
|

|

el (R
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(V) ste smwsimm

B7-1-1 BfERE
A. HHHISMERFAYE ;B IER BRYL AR I ++4;C FRRPE

32 1€ ¢ TERY!
25 13 843 63 4% 3% W0

3]
13 14 15

16 17 18

5 a8 e s s §

19 28 21 2z X v

B7-12 BESMAEAERRMF(REWHZX)

7L — 7 1

A B

I
|
|
|
|
I
|
|
|
|
| 100000 1
| /—
|
|
|
|
|
|
|
|
|
|
|
|

ol JAK2V617FEF 24

PCR/™ %

E s e, \\ \/%Aﬂwm?ii
100 7\ \ / ,\/\ e 7

24 6 8101214 1618 20 2224 26283032 3436 38 2 4 6 81012 14 16 18 20 22 24 26 28 30 32 34 36 38 40

TEFE AR

B 7-1-3 MPN #8X & FZ M
A. BCR-ABL A% ;B. JAK2V617F 245 5848
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wew mmwmemn ()

(15078 3] B & H2 W R4

RBEE: R4S RBC/HB 3£ WBC PLT 3%, I K, B Bl 1 B0k i B4R 28 A i A
VB R YA N F, 15 B /RS 2058 B0 56 5 5 B BEIE K TR B B AT 41k, T BR AP
JE R e B BlAT 41k ; JAK2VO1TF 2[R 78T Ph 3t 5 {A&/BCR-ABL BAE, 7T BR &M $4: 56 40 fa (5 1l
Wi. 282008 WHO 2R dEn] #i2 % MPN-PV(& 7-1-1) ,

FT71-1 EML A 2 2 kR (WHO 2008)

FE bR WE bR
1 (1) MLFEAEBIER, BT 185¢/L, BHHTEKBRAMTSFERN SN, R
7K F 165g/L R UAZFEBRRYMEBEFK
BR(2) HoAbLT 40 B 2 B 18 e A 4 -
1) &TFIEWFHRHEER 25%

2) TR F A S £ A L 2 AL AT S
Bl 99% LA |, 2=/ KT 170g/L,
L KT 150g/L HlH i 3E4R 20g/L

2 HE] JAK2VO17F, SH A AR A ShREYE i 7 02 20 40 M A R VR BE R T IE %
ZE78 Bl hn JAK2 RSN T 12 AR
3 VRS A IR R SERETE IR

T A A R TARHE 142 FIKEARHE RN | 30 FF & B | PO S Am ok sh A ] 2 U T2

[
[
[
|
|
[
1
|
[
[
[
|
|
|
[
[
[
1
[
[
[
|
[
[
|
[
|
|

s

3

%

BEE1: [ BENA PV G KRBT RAE , 7 BhEE T g sk 5 RAERE R,

[PV B9ERIZRE]
Al Sb A 1l EPO¥E B
&Jaxzvlsnrgﬂ

ic

V617F(+) V617F(-) |
|

1 1 .

L2 EPOYK [ EPOY |
WA VARG IE 7 B3 I

|

L

JAK2EERSH 8 '

F 1250 A HrERPV |

|

l LA FI I

T RAEPV :

B SR+ :

BCR/ABLA Y |

|

|

[IE1 4] PV e 3477? :
|

|

|

|

|

|

|

|
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(V) #tx smpmmmm

HMO RS ENIERRT
I KB BERkE PVEXOHMMS AHPEBREEAM(Ea%eE), L UEH,
B.EF BX FRMERARERRANER) HE.
| 2. WEALERI PVARERHEMRE BEXEALELAGLAR RAMEMYE
O NAEBRENAMEAEALAEEERHEE AL RRA AT 0E, T I LM,
COBEEZ B R RS EUMSEER.
3. M BE YnASEZBALEEALNKRNYE SN, T LBRP R AF ER B K
ko mEHERELTEK BABRLE, TEKZENHERERG.
4. W BTOEFELD ABEREURODIMEIEFRS OBhEHEFRERH,
A, A B R N AR T 3 A T 1000 B B, TR B
5. Bf AMmERE R4 b B oE TR 8 A 4 R BT B R B R
& B E, TR RN R, SR KK R

{
i

|
|
|
|
|
|
I
|
|
|
|
|
|
|
|
|
|
|
|
: BEg2: 4 PV TG .
| PV efofiz A AZBHET T i 10 4E 1A L, P 0 BEUA 80 oh i e AR5 R, 558 240 20% U T2
| R LT A M I I P R 2 LB B R 1 2
| EIE A G 4 I, 0 T A A 0L TE B AR, AT BOBESEIA
| JAK2 SRt AF I PR A A B, (0T IR PV A BT
o FPITHRHERLIE SRR AR EU Ny AP RIS 25400 PV A 4 MDS 5 AL
HEAA 2% ., T 157 FH 40 242 24 8 R 5 2 50 AL PV 2B 0 A U | 7 58
7100 . A EAE Ak A 25 R R e R 4 T
£ JAK2V £ PV MBI YT B bR, B SRR JAK2 4060, PV #0 BUR AT i
QiAW A R AT EIARRG . BE H TEI RPPOR B BT A VAT , TR PO
L BT E AR R SRR BRI B
L BERS. WTRITIA RN (£ 7-12) 9
| PV 2T F B N PE S, AR TAT B OB I e s I 0 ) A L ) i
| LA I R EIEL: SR PV 16 B AT AR AR . AR IRAEIR A
| SRR L MR AR PV BT KUK SR, IR 5 T A A3
L yr e,
| PV M.
! (1) e Bl ¥ 57 R IR R AL/ A0 5 25590 T, 001 2459 s T8, A8 T o T
| RN % S RIRE IRBT  VC BR EE SEAA S
| (2) T4 T DG AR A OURE 35 55 11 R T e 2
|
|
|
|
|
|
|
|
|
|
|
|

Fx7-12 EMOMIEEZENREDEREBNEST

REHE PV BT W PV IR
G2, T /MBI 5 (4R <60 ) RS 7 U+ B L 0 B 71 BB
% HH %R 1)

fIRfEAL, P /B3 s (4Rl <60 (IR EEBT R LAk (B T FER R A IR) B BT =) DT AR (B S E 88 2 Al
& ok gERe S B/ E ETEMEAT 30% ) +fkiin.  RFIEHERT 30% )+ ko i
1000x10°/1.)
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wtm mmwmnm ()

JE R = PV BEIRIT G ZEH PV R IRYT NG
EfEA [ AR =60 2 A (50) A RGBT E] DO+ bR + 58 (R ) B T R] DS AR + bk A i
HeZES R 5 ] R +IFN-«

I FE i 25 20 (R 3ENR ) RF R P &) DEAR+TPLE (4Flb < (K7 & BT &) DS AR + & Bk ik il

65 %) B LF2E (FFiE =65 %)  +IFN-«

BB 4 2R AT R A i —RIRYT Y

BE R KT 60 % Ab T 20240 M 5 P3G 50 30 , i R 4k % B BEAT dEfL , BREAE IR R 05 HE 32
A AHIRLIATT , BOIR T 75 58 R B> B ORI (200ml) | 101 i 468 7510 B2k BT ) DS b 6 - 4 1 24
Yy, il Her [ 28 1E W J5 24 4 ol 240 I3 H0m% 5 T 1E 5 B AT o 45 7 i 9 ) ] DE Ak 100mg 171 /iR
ML 1K, RHENR 0. 5 MR & H 2 W, A HLES I JAK2 300350 69115 R 25 918 50, @ i &
T ks P X5 o

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

I

BB f

A WG PP T A A #2 KR 0. 5g, @ IR, 2 K/ B+ 55 T 8] IE & 100mg, @ AR, '

LS, RAEFTRGE 2350 %95 2 A A ML o AT RA BN, R B ARARERE

%, BABEZTEO05g,1 /8B, L F 10N AR ERM I 2 FEINTE W, i |

EOE A BEHEATE L, AL EBRDERL, ZBEFERE, BANS#HG: :

WBC 12.3x10°/L,RBC 5. 13x10"/L,Hb 173g/L,PLT 401x10°/L., |
[ B 5 ] 357ty TR T 57 Ve "
BB MRS I I, TSR A THE o (hIFN-0)300 5 U,
BCFIESY R 3 U, et B Hou (6T 45% . MATE T, AR IS BV ER IR F

YR TR R PO SS, 0 6 ~ 12 A TR 2 4E DL L, ROAIFRE RN &

R FLIE o RS VURAE SR , T T2 50% B % , i 7T R R AR 25 W8T, 2

e 1 ~2 AR AU L4 24 259% ) K8 4 R RGN B 2425, }

B2 HURZ THRENIT | ~2 4505, LUMEAI L 90 % Sk B L S, A A Sl |

AT, WRERE T0E 3, T RN, R ML £ b S5 WO RN

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

At
(EMK)

SENE

1. Swerdlow SH, Campo E,Harris NL, et al. International Agency for Research on Cancer. WHO Classification of
tumours of haematopoietic and lymphoid tissues. 4th ed. Lyon; International Agency for Research on Cancer,
2008 ;:40-43.

2. Tefferi A. Polycythemia vera and essential thrombocythemia:2013 update on diagnosis, risk-stratification and
management. Am J Hematol ,2013,88 :508-516.

3. Tefferi A, Vainchenker W. Myeloproliferative neoplasms: molecular pathophysiology, essential clinical under-
standing, and treatment strategies. Journal of clinical oncology. ] Clin Oncol ,2011,29(5) :573-582.

4. Tiziano Barbui, Ayalew Tefferi. Myeloproliferative neoplasms Critical concepts and management. Berlin Heidel-

berg : Springer-Verlag,2012.

153



®

[
|
|
|
[
|
|
|
|
[
[
[
|
|
|
|
|
|
[
|
I
|
[
!
[
|
|

s

B

£

FLE BHEEEMNE

95 EUORME /e 20

J5L & if/INH 3% 24 (essential thrombocythaemia , ET) , U R 7 H i 1 i /1N 38 224 , & —F
LA AZ 40 i3 A S 93 i T 40 i se e R AR . B E A (1 ~2.5)/100 000 A, £ WL F 50 %
VA B N R LB B, AR BA B WP 22 5, R Im R R BN I/ e e P4
2, MR, il = I A T A 208 B D) ) R I R S T AE , i BIL R R RE S0 B AR R
( thrombopoietin, TPO ) 1 fil /Mg 4= i 2 5% 44 ( thrombopoietin receptor, TPOR , 7R §K MPL) fj it 2% | 3
E S SR A X, K2 50% 11 85 # A JAK2V61TF 3EH 248, JL T 9 S e fa k45 8 (9p24)
9 JAK2 ZL[H 55 14 S50 8 155 1849 fI B H MR H1 S IGEME (G ) 2878 UM IR W 0 (T) , 3 B0 4 i
i JAK2 5 617 AR ME M (V) RN M (F) , 7€ ET # JAK2V617F EERIRE R,
HUE A, 7E JAK2 BN 224 (YRR ET BE A 70% ~80% AT LA 1] 45 X 2 [ ( calreticulin,
CALR) R , R R EFEEPHEZEEMSE 9 S8 7. ZWEREE, ZHRIFREN
2,25 10% )R8 A A RERE 1L o HC Al 26 Y Y B R A M iR

¢ ' BERIZIER . -

A 4K 58 % AREL N BEFH2LMAREAR 2R iﬂ':&:&ﬁ}iia&
# % Ak, e E dE 120/72mmHg, 2 % #L: WBC 13, 2x10°/L, Hb 118g/L, PLT 1020x
10°/L, Al CTALARFF. REEFMAPH B/ LR ZHERAMGH. 4
& M. WBC 15.7x10°/L, Hb 112g/L, PLT 955x10°/L, &% F % &4k B R4F, X
REF AELN BME, RAKE, REY AHEXBBE, RBEEIT, Rk L%,

(a8 1) Faksa s, i B & TR SE RIS W A WLk 7

B BEEMF AN PLT Fraeth B FWE, 5% .= AR 0 & X, PLT 345
SR AR B A0 o 240 B - BcRE R, BEAE A s R RVARLE |, B e i R M /AR £ | ) TR |
fifsi R IS M YTBR S B A R 3 S AR SRS B N B AR O Y il R R e gk
S Q0B B R , 0 1 S 40 i 1 1l ( CMIL) 0 AT 4 1055 s HEBR T 4k 2 44k afi /N b 184
% J5 7 REL Wi IR KA 1 /MR 2 5E

BEE 2 RNSHRE Bl R A Y g R SR TR RBAZ N K
M G A E K AT R SRR . A AR RV R TR LA I MR SR RAE . AT Il A R
R Ar i, ANt 4 K 442 .

[ 12)& 2 ) HEAHG LT, Fa HEAT R LL ks 2 2

BRE 1. k. — BN, £ FRBMEEREM K., W& TERM. BEHIMEIER, FK,
TG R S R Bk o PR T A e 2%

BEE 2. LRE LR,

1. M+ E 40403 WBC 15.7x10°/L, Hb 112g/L, PLT 955x10° /L, [ 4 Jfd 53 3 . v ¢4
FRREZARME 2% , HP o 40 48% , SR AN I 4% , RETRAE R 40 I 1% , g R R 4 Ml 8% , ik
EL4H L 37% (& 7-2-1)

2. Ik AEfe BRI .

BHNE ARG (C KR BFERERAERK) .

4. é%?ék%%#-‘& BCR-ABL il 3 F #1 JAK2V617F 28748 \CALR Jz MPL JE PR 2878 (5
SN MARA AT ) .

5. £ B,

ERE 3. InPREBYE . B R EELM,2 SHATHE k& Z 1" sk £ B PLT B &R m,



wee mwemnn ()

7-211 SNEMmR A GRF P m/RBEME  KNF—)

AR CT KA HEBR T ISR Al e, &P 253807 R AR fE St RE R L & = i %% (A #& PLT )}
Fio FBE TP £ RERRIRZS St B SMAG TR S, B 4k & ¥ PLT 3 @ A9 BERlS , PLT B350 5
PG R R WBC 34 85, ASAE A 1 I 52 7 e R, N7 e JBE A 6 Y 2 e R0 , 5 047 400 it
A F AL 5 T4 K 2 (Kol BCR-ABL @& 3£ fil JAK2V617F ,CALR K& MPL 3 [H =48

) W2

§ 1 /)N 1 2 FiE B 6 5135 B

L #RMm AR SE LFRE. G ER.EERE B ROR A %445 E LR
W K& H. fEA PLT % B4R H>600x10°/L, E & L>1000x10°/L, B % — it ¥ &,
| BRFESEMZKE E¥, Ph 4k BCR-ABL @ 4 3 F fu JAK2V617F £ EH R & H 4
2. 5 /NHOEEAF R

(1) @Mt G ms(CML) % &I % WBC & B AEBFMEA, 52 F PLT % 7T
; B # 8 %>1000x10°/L, 7] # 3¢ ofn & B 8 & v DL B, 3 BB A ARAE B 09 4 ok 1 ¥ e
| 5T %47 :Ph %6 thfr BCR-ABL B 4 3 [ i,

(2) MW E/ WYL R ¥ 5 4 (MPN/MDS) : # 48 2008 4 WHO 4 &
| MPN [ ET b B 45 Bl S B F M AR 1L, Ktk MM 5 5 Dl 4
WA ARBERI,FHAR AL ARG R, 4 A D T4 R L E
 Baal BHASTH EMARESELNEIMDS SEHR AL, FHERAEH
ERERE RSN EREHARRD DI ERAENIAR, BLREA T4 H
MLl B,

(3) ER M/ BH % 48 . PLT 4 B % (1000 ~3000) x10°/L, 7 £ 4 f& & , B #
AFAMAVE UERMEF /MR E N, E R ERER A 2T F,JAK2V6LTF [
Mk A E 7 B ML (W MPL W515K/L,CALR) , {2 Ph % {k#» BCR-ABL @ 4 &£ H
HH A,
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(V) #em musmisnm

BERBRER
3Ty ,
L BRMBAS FHMAVLER AEEAMBRTHEN D, EHmRAEL
AARBAZ e MRARNE S, BA LAMBEYTHAE, BB il T % HH
(B 722),

SREE4 R ER AR ER AR ES

2. BMmiEEF(C 2HE) 46,XX[20],
3. B#4F% BCR-ABL mRNA P+, JAK2V617F fa+t,CALR % MPL B4,
4. dikAe  LDH 482U/L,
5. &M BA MEAEMEK.
(/508 3)i% & Wi W47
ARG PLT 384 v AL RO A2 E Jib K, JAK2 VO LTF B M, 3 ELHERR T 4K &t i /AR &2 F1 L
il BB B A R T RE S, FT 2 R BT
i PR, ET # S SRR AR g i) i AL AR I S AR, o i % B e, B RE R AR, LU E
B A R, AL T A R i SR O o PR | BB R RARRE A R A AR A, P o
FEJT , TR BUBCARRAC O , L 5 VR, N B i 2R M 1t 7 9 T OB Ko o A A
5 | 2 IO P e PRAE AR

ET B8 Widnig
B, 5K LS EHREMNET DERETUSS,
(—) WHO 2008

U ERMEEHH 4 Rink:

L. 408 o /bR i o 4 =>450%10°/L,

2. AMAEAGRERT FEHVEBAMAE URBNAERAREKEN S VX, £
HERARILRMEA,

3. A WHORMEAMahA Eamp¥EsE FARFHAEL . AHME
5 W 4R B A B B BB 7E 1 AR 00 BT AR
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gte EmmEenm ()

W % By iEHE .

(=) BCSH 2010

VHERFEE 1 ~3 FREF 1 £+F3~5 FA7k:

1. 4hJE o o /N AR % 3 82 =450 10° /L,

2. ARB M EFFIEHRE, w0 JAK2 5 MPL,

3. HRHMEHEEAENE TR Al oISt o S EAMFHESE4 B
A 4 L 6 o 5

4. e 4k KM o ANRHE % 5E

5. RMF R ERRTEM AR KBRS, UNEFENRAKRERER N £,

WHO : World Health Organization, ## 5 T 4 4] %% ; BCSH ; British Committee for Standards in Heamatology , % [ ifn i

HFETMEZER2

(1517 4 )367T 8 k5 29 k%

IR 2B ik = e S A 0036 97 771 1697 B Y 32 B8R 00 i /A g, 991 7 ol e A
%4 . JAK2V61TF RIS ET #0259 (U E MR 48 ET 835 1 fa i BE 73 4 il 13697 J5
R(FRT21),

x7-2-1 ETBENERESRRETHIE

A e fE H WIT IR
1S <40 B TR A B E R I R TCHFARIT BN B BT R VEARIR ST
e 40 ~ 60 %, I P Fia e P 3R /NGt Bl =] DR ARG ST
2] HERE>60 B, A MARIERES: &, it /> 1500x A i 3 77 0 208 75 et BT ] DC Ak
10/ L (B0 A0 L5 i S PR 36 BIT

o L G PR 2R 476 70 ILPE R PR W A v L T ot AR PR &5 o e S8 S RE T 32
/INFFI Ak ] ] PE AR (100mg/d ) , BRAT B =] D AR fE FIAE RIE , AT A SEEAR S bt i/ MEIGR YT . WA T
ET 3677 A 240 i 1 )5 WL 3% 7-2-2.

= 7-2-2 ET o 40 B i 37 09 i £

AL — LRI BT 4L —LRiAIT T
<40 ¥ THIE « FEEIR >75 % FERENR PR A
BT R A% T =%
40 ~75 % F IR FHE o HATERHATT
TS B

o DR R — A A T R A 114 40 o ) , SR — — N B AL 5T v B B B DR i 4 TE
f1 40 400 ol 590 L Rk 1~ 2/d, 4 2 ~ 3 U AR L DL R A T 30 A A o A T e R R
Wi o BT A T 2 — o s s bk ) 77 24 490, 38 410 o) A A A s A it /AR T B AR R
W P 40 T, {ER Y M AR R L, T EL 2R R MR AT B HEFE R AR R AL 0. Smg, 1 /KR,
Img,2 W/ K, — A 4mg/d, 4EFFH & 2. 0 ~2. Sme/d, H WG EIMERTEA B 7 1fiL &
IEPENU AR ISR 0o OB O AR B A0Sk i . AR B0 BRI AT LUE B T4 R
o TEFART I A b VR (BT HEER o AT DA 288 il o /AR RO, o F T AR R s MR 22 B9 B 3 )
0 300 J7 BAL, 1 /K AR TR A2 1R T SN VA R R A, — e 3 WA AR AT LA
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ANBRAE PR IR BUE Z A IR H A B9 83 R AL AR R AE R AR P R, AT RE S &
1§ 38 S5 R IRIT o

[ [B]R&R 5 13677 8957 ROFAl 5 Il o

FEIRYT AL R, B L SIS i 52, 3 R 4 BT A8 R 40 M 4 8050 A9 B R G AR S
Rl 2 0EH , AT 9820 AR i i 3 A 0E 9 K A (B BERL R BATE IR YT ET #4372 vh 4 1 40 g
BECT T AT R R

ET J5 il A8 itk J A% , 249 10% WY 5835 A1 7T REHE 10 0 oA IS Y 1) 5 A 444 S 44 A8, 0 i

BEHERR .
[ET 256/ 1EE]
PhPAHEER :
;j ’gﬁ*ﬁ BCR-ABLfH# Boow.
3. 1 HRE+5 2
prrvem I g -
ET[>15. & A R
-JEA%E 1. ZEET
o aRmalE | | Soant | |2 fiEERs
DNTEDE | | | e AR | | may | | ZREWTY
6. I ABA BCR-ABLBitE [ | gg%%@r | ERREAE [ | ?zmnm "
W% SRIEEE ||
WA | | TR
RS
(#Askix)
SE @

1. Jerry L. Spivak, Richard T. Silver. The revised World Health Organization diagnostic criteria for polycythemia
vera, essential thrombocytosis,and primary myelofibrosis:an alternative proposal. Blood ,2008 ,112:231-239.

2. Philip A. Beer, Wendy N. Erber, Peter J. Campbell, et al. How I treat essential thrombocythemia. Blood,2011,
117:1472-1482.

B BURTER BEL 4L

5 A B BB AT 4E 4L ( primary myelofibrosis, PMF) J&— i i ifi 48 il 57 % 3 AR B 7 K 1 -
S S IR , 76 WHO 2008 ) 4326 5 BV L1 40 3 25 A IR 2k of /D439 25 4 W] /& T BCR-
ABL BRI ) BE S 5 1 B (MPN) o £ 50% B F8 & TS I B JAK2V 617F, 384 i 5% &
AT ) 04 0 i T RE 2R A5 44 4 40 € 28 MPL W515K/L, PMF B9 %2 tL i i A B, B4 40
ik 8 A e AR T A 4% A 40 PR 4 /N B AT AR A K PR ( PDGF) 25412 B 8 Al 2T 4 4 il
A G0 6D 30 ek 4 A 2 006 S [ 4 ] D 0 DR T R D, B R 5 B
T PMF %A= o e 09 (7 kAL A 200 M 00 ) 45 A% 2 1L 40 0 P 2 A () 8 € ) ool BE 998 2, B
A RFPRAFER A, A ROBE A BT R, KZAE(10 ~20) x10°/L, £L 4 il . 1fil
ANBBCRL TR BN . SRR (£ 4R ALY LLB B AT M 2 218 3 00 A PR A I R A
F P HEATHER I MR A L B4 0 D L TE R R L 40 A B B T S T R ) (R
TR HE 2 R

PMF 7£ MPN i )5 £ 22, AL AR A2 5 48, fe 400 i 8 0 B B 58 0B sl Bk 2t A
IiL575



s amwaens ()

o . i = R |
ERREE , .
B 45 Y HRATRE A FE KA AR RSN, FETEERNARSE :
BHAZ A RERGHRAET AT EARE—FREL L, RESZHRRBFTHRME, |
AR HABIKRE RksS, AL THTRAOR, 3 AL SRER, SHhF |
BERLH T 3om, 48 % 387 B A" (6emx1dcm) . o #:WBC 2.7x10°/L,Hb 55¢/L,PLT90 |
x10°/L, %F#iz X 0 400ml G2 HE — BiF4 E3 REZABREHWE, AR I
BRE, EHAMME,ABRE KRHE, R RATRE g, RAH AHEBBL,
ZIABB R, TN X IFEILmE, Fike A%, I
IE08E 1) kst , i R B I A W 7 :
BB 1. S AR PRI 0 S R A B T M IS R i RO 1L |
et 4L 5% 4005 £ 5 L VOB , 0 A B A I 1 L5 B R R A E
BELPAEAL PR BLAE I 3 L L S M8 B 45 T8 1 ) B S s AN |
e A SRS 4 L B S T34 2 B (A B . TP B 9 2 i A B>,
S R R SRR, 0 1L T R BB R R %, SC R R R e B |
B SR KN, T RN A S R % :
BB 2. (LA 2 T AR A R SO KA, A 2 L A AR R B I BRAEAR, T |
REBAER RIS BR, REARRZ S WHRTE, RTABNM KRN AT |
5 B R H AT o RIE B ) G B A S V0 AT T MR A SR, R
1 R B BUBEAT T 00 1B R RS B TR A 5 O L SIS |
KA
(5080 2) TS IF , Tt A 27 il
B UM ST, U SO, BB R ISR, IR B LR R e

K BB TR 0 AAE BT SR FE R F 20m , UER F 4om , 5 vh 25 R, Ty, 2
B B, KU AR i
BEE2: MK, |

1. Jf8 30+ R Z1LT 40 49+ 3% F- Bk WBC 2.6x10°/L, Hb 59g/L, PLT 101x10°/L, Ret :
3% . YR 2% AR ARG 3% , MADAT AR 2% . ATARMIA/NRSE, AT RIEWRE T A
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2. MiiEAEfe B DIEE . A B RpEtEPUIAR i AR S 44 R B, K.

3. Bt JBET, REEREEMT, BRI L PR 4G .

4. 43F2% BCR-ABL i & 3 Al JAK2V617F %875 (4 44T MPLWS15K/L 2254l ) .

FBRE 3 WIS B B e O I R AE S S B MBI, AT HEZ O i E R
A TR Z IR T ARG A S R A AR K o o A I 2 3R B D S v 2 4 T FR ARG, HL
S ATER AN BE A AR, T HEBR RS P 005 S L 5 P LT A0 L A 5, T A HE B
ISR ; T % I A 26 5T LK, T HE R b oge 2 - 5 2 )t A s 2> . 3 8, R TR R
97 SRR IR ZY S, 4 it 40 B/ P R AR B LA TR P ) MR TC R R, L e R A B - A B 1l T A
SR B , Q0 E B A S R SR A NE SR R T P IR , T AT B AR A | RS B2 L B
£ M 0 o3 B S SE R A LA BT S0

AR K B9 £ 5112 B

. A% THARRGERMAEMma R E S %K, 374 % WHO 2008
AXTET MPN, AR KM MPN £ 4 R, /54 U 4 & T4 MPN B oo 7% B¢ 4 , 4
18 M % B & iR (CML) R & M AR % 4 (ET) KB a4 55 (PY) B4 M &
A KEREFHAXLEENER REFFOTERA. £+ CML £ 4 & fuF d %
A R R REBE A

2. FEMHBELT ARAREMRFECERS TSR ER L. EREKEE BA, —
MBAHRITE, Ml REFEALFARTEERAYEM,

3. BACE RATREARERBUENKEELTRER ¥HXATH, REE
BAEE,

4. BREMAR HRBAR EREMEGCRRTZEMA AHATRARAHLK
BB A B IERAE R, R RFRETHD, 42 R R IE T AR

' ERINZER

W E e R

1. sk A4 ok LB BL B85 3 & 380U/L, Jk Bk K -F 3 % 0. 54mmol/L; § & % 7% 1
HAARRFF B fAE B, K FAEFCE,

2. FMC TR, EABBRELRN FHEZRMAMKRT,ES57.5% ;4 23AEKT, &
28.5% VB BBEHEFT HEERE12.5% , L A WPIAHERHKEF. 2 A LEHME
10 A, mieh S ERHHE,

3. FHMRE BMBAMEER BHARILFEE, WA TIARER ) LM,
BAAEMER LAMEBK, ER@REE HETHS HERF, TLARBRAANE
M4, Gomori 3 & +++,

4. mppEfEFE  46,XX[10],

5. 4»-Fik43% BCR-ABL mRNA M, k4@ %) JAK2V6LTF £ %

()RR 3) B & LW R 47

FBRE 1 AR A R Y R A AL T G 2 AR R B, A A Bl a5 R AZ 45 ( A0 A i mT L 4h
20 Shki4ui JHRREE S R L) , SR F R E R IEE ST B AR WAL S, 45 5 F
Bt T B L A ot 2 200/ | AR £ 4 S A RS T PMF( 3R 7-3-1)



wte amamemm ()

#7831 PMF 254 (WHO 2008)
FEE R WEbRfE

1 BRI SR R, %A RARGEmM SR MR A PT WAL 4L 4’
(30) eI LF A 38 A 4 0 AR 27 4k 38 22, W B % 4
JHL P BB 70 W 0 A 3% 3 A R 3R 4 i 38 T 40 R
ML D2 P S A A R 9 (BT A i 4 A )
2 A HEEL M 4" (ber-abl FHEEASPEBEAN (i i FLAR M SURK T '
0 o A A R A SR 8 R R
) WHO 28 b5
3 A JAK2V617F s HAth sEREHEARAE (I MPLWS15 K/ 2% i
L), BRANTC v e M b s, 1 TG TIE 4 3 W B R 7 Ak 1k
S A O AR A R TR | B S P B O A
184 AR AE | 40 o B b o R R R R
s b EEbE (1B ) EERAT

4 gk’

|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
WA 3 A E AR 2 RKERRE
R AN — A/ 3 SR VRt BRI A L7 8 1 A LA B 0
L IR L T, KM T AR B 120 2 1 T B ECHELT AU ML 2 0 K. BRAH PV MR RO Rzt |
2 AL KT :
“ BCR-ABL [H4% |
WHARRRREH R =
AR BB AR DL B % R REHERR PMF -
SR T T Al S T 1Y =]
24
i
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RBER2: 7EI2WT PMF J5 , 75 AT TS KUK IR . AAAS IR L5, A B0 AE SR | i 11 Bk 5
JE O I RERE U K 1 ML 5% 40 55 5 20 PMF (B H S0 TR 1 2 R 3 5 BELF 4L B RE AR OC , (A e
PMF & A7 IR T WS H i) B BT LR . A B AT e 1L 08 3 10 b L A=A it
6] 3 ~7 4, T 76 £ 4 1L 10 40 399 /9 8 3, I B 10 SF A A7 AN 72% 15 R fF R Y
H59% .

BEES: B EC AT EBEL AN, B E B A B 8 7 Btk 9F AE R R AR,
W EAER AR . 2009 4E[E PR MPN BFFEAIGJT TAFE 41 (IWG-MRT) $£ i T —4~ PMF
FEPRBUSR R G0 (PSS, R 7-3-2) GER TRAWRT MWL BE . IWEH AN RAEEERE
IE# 1 M2 Rl (FMA L 203 SR G 40 MO R M 20 28 ) R N ) AL B AR (2
EPPEAEAR) LA K 8 XA YT 52 AR BE (4RI ) 55 A BEEA T T0US BRU40, B0 ol (30 18 L op (oL A A7 30
SC3CE RS

IEAE IWG-MRT iR 7% [E PRl S BilfE 3P40 R4 LI T RUTF 89 PMF Bil/5 047 (% 7-3-3) , 4%
I T A% AL /N EOR R IR A A I R TR 3 A AE — T B R S UL A BhAR T
JEVPAE T4 TAE— B B Be iy 8 &, BBV AR E Rk T I3 A R fa 4], s =
1 ~2 50 vRefE 1, B8N E 3 ~4 5395 2 EINE S 5L EME A& a4 .

% IPSS B4 2 4 (Hb fi£F 100g/L) , #% DIPSS-plus /5 #1082 43 (Hb £ F100g/L,
L) , IIAPE 1 4.

161



(V) sts smumitmm

I
I
I
|
|
|
|
|
|
|
|
|
|
|
|
I
I
|
|
|
I
|
|
|
|
|
I
=
=]
£

ic
[
[
[
[
[
1
[
[
[
[
[
[
[
[
[
[
[
[
[
|
[
[
[
[
[
|

162

#7322 PMF EFHNBERH/SIRS E%(IPSS)

HESH L
0 1 » 2
FiE (%) <65 >65
4B % (x10° /L) <25 >25
iMm£r&EH (g/L) =100 <100
AP IR AR A (% ) <1 =1
2GR (E/®) ®

4 EPPEREAR SR 1 AR IRTE F MR 10% AR &3 PR Pt 1 AN

PR AL ARAGLL,0 43 s A 1 41,1 3R 2 405 A 2 41,3 304 40 R A4L,5 50 6 4. & 4LHY
AR MR T A , v RLAEAE I 40 90 135 (E41) 95 (hfis 1 41) 8 (+hfm 2 41) 27 A (Hife
H)., (IWG-MRT,2008)

#= 733 PMF &FEREFT

% Al fe B W+
EFMXERET  BE(>65 %) HAMEZ (>25%10°/L) ; 3 1l ( Hb<100g/1L) ; 4 i 48 ; if
(DIPSS-plus) AMRWE (<100x10° /L) 5 4= BHHERER ; SN L AR A = 1% ; A R &
Zei 8 B =1k,7 B84k /Tq-,i(17q) ,inv(3) ,5 S ¥{k/5q-,12p—,11q23
HHF
HmFEHAERET MRS (<41x10° /L) ;41 JE i B iR 408 =2 % ; #% 85 fa B %) : MK, i (17q)
% inv(3)

[ [B)&E 4 ] 4nfafi6y7 2

BB 1 BRE A PLESER PMF Y857 7 i, SRR E TEA L S i RS YIRT T .

(1) 55608 i T 40 M AR ol — 7T REVR BUZm i 7 ik L (BIR T F S KU th i . &2
AT B i B RERE A BN R AR R A B BT R B R BT . B
A FERS MR AT VIBR , LA SER AR A

(2) HAbAEREAIRYT vk B T BRI S0 | o3 A 106 o &, 0 3 0 AR 4 T S8 I AR
A

1) {Rergnffase s (EPO) - Ifi 7§ EPO i T 100U/L £33 M Ay 8 H T ,3 71 ~5 77 U/,
Xt 77 B AR L DR A ) R, T 4 R R, L o . R, BB 2 BRIR T, LRI
R ML 5 o

2) R R B B AR AN (3R /MRS B B RGBT R A A L R R Y
A BRI 50 ~ 100mg B RS FRR NN ES . dar O R = HEMBE (2mg,2 ~3 W K) BFHEE
2 ~4mg/ (kg * d) BRATRMES (200mg,2 ~3 K/ K) , IREFAM 40meg/d, 3 A G IFAETTRL, tnk
e R DU Ak S A AR B TR R A T

3) ITFZsY . AL T AR B BE AME I A0 2 9 8 3, B A B E IR (500 ~ 1000me/d)
BRI F 2 (2 ~4mg/d) DR, FIBAE K. T2 A e iz 0. 1mg/ (kg - d) BRI IE, iE
M7 X,

4) UOHBERE  BA SRR T 8 TNF KA BBt i 858 4 4 AT, /iR & 50 ~ 200mg,
R, R A W B TR T 4R R AR AN RN IR BE R A2 W, R L S
FE PRI HE R N RO 5 T A2



gte suwmrnm ()

5) FHE IFN-o AT B B ZR 05, 300 ] 1 A2 400 L/ i /DN A8 A B BT A K BB 7 A A
TR, 7 4 M 7o 345 1 2 4 A i 30 T A SR A L, (R P AT AR AR T R R A R W
FH300 75 U, &8 3 K, B HES , WEg 4 E 1 450 L,

6) MRYIER . TR 2B A E 25 E , 754 B VIS &5 |k J A a5 14 K | i /] Al
FWZ  BURYIBRANGE H T B A B 8 AR | IR RE S R A RR v A A T TR
R R B E B # .

7) B IXHEST - I PRR FHAEAEA < P E A B IX S0 ( DAESE ) 5 B KT A IR AE B ;
52 BB T A= P SR IR s B 5 J 3 7™ B 1 O 5 B A0 4 o ot 1k PR . — B R 200 ~
300Gy, 43 10 ~ 15 YA ST "

8) I RZGYWFIE . B P AE JAK2 #iHI) | 3 Je SR R MMl ) L 2 P AL 25 %%

BB 2. HIHE S E 1Y DIPSS-plus FilJ5 43413k HI3T 18T HEws .

(1) (RELBE R TIRIT AT PR BT WS , 5 101 52 2 1fi 7 R0 S e JFe A s

(2) e 2 Je i fa 2 8 v 2 18 57 2 DR i ofi - 40 R R 4, AR IR AF IS R S HiAb B U R

(3) e 1 20 AT ARYEAS R A9 3 S i e R A I AR B M IR T o, BB s R 25 e 5t

B3 TR IT % B 19 DIPSS-plus F/5 4324 2 43 (Hb {K T 100g/L, 4K #i 4y
M) JHARfE LA, EeEFEFMEBHEBIT AR, ZIBEBEFERE A M, LKL
P 1 B PR | R I PR R 18 Pk SRR Y 55 A T, YA E JE VA SR AR PR, 44 T A0 Sl
400ml fi v 32 7 J5 v A BE B (SOmg/B% ) .+ — R 2 M (40mg, B K 3 K) Rk #H
(40mg /d) H IR, R B 45 T8 1 I ER b B RS Wb S 25k R AEPT i IE S . BiLE
# A€ [F) o 1) 1 47 HLA Fd &,

[ 1SR 5) 4nfef 4T PMF 5780 H 2

RBRE 1 VE AR YR R v A A o A B R S ST RO AR (£ 73-4)

R73-4 BMAGELHENINE M7 EHOE(IWG-MRT #1i8)

pe— T 2
SERZEM(CR) (1) SR A AR AR FVAAE , £45 W f B B9 PR K S 2T 5%
(2) AhJE 2 2% il . Hb = 110g/L, PLT = 100x 10° /L, ANC = 1x 10° /L
HH 3 R4MTHECRRL S T IEH R
(3) FERMLVIBRAR TR T A0 Mk A B4 26 BOE W , 45 XA
RLET 40 M | D 40 L A < A 240
(4) BREHZFRIFEIE, 6 840 M BORE S5 AT A A i | 3 v T 0 o 4
<5% , AR H<1 K

22 fi (PR) FF6& CR PR BBl 40 20 5 SR A 1 i 2 b e, {H 9P 5 PR B0 251 &2 75 7
i
Il PR e 2 ( CI) BEAFF& CR/PR, XAFFS PD 1 {HAEWE 2 LU T &P 2 —IF 742 =8 i

(1) Hb k-3 %5 % 4> 20g/L 3 A B4 804 i ( F3&E T 368l Hb K P <
100g/L %)

(2) HEGffE 10cm LA i 07 fish B 1K 2 40 0145 50% s 2Rl (E Sem L |- @A)
f e A7 A e f B

(3) PLTHEE T 1 A5 H 4 XHE H % =50x10°/L({GE BT /i i
BELRIE <S0x10° /L R #)

(4) ANC Z/H81 100% H ANC=0.5x10°/L({Li& B T ANC B Rl <1 x
10°/L (Y 4%)

ik (PD) TAEUTREFZ—":
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(1) HEATPERROR : JLRE SR R RN AT H BUZE I 2% T >Scem i) ] fk B2 K 5
KEEREHR 5 ~10em F K 1 SR AZERM{E>10em F E K 50%

(2) %A mAmEFefl - B B4 =>20%

(3) AhJAl i 40 M 43 e R D 20% HLZE A58k 8 JA

FatasE (SD) A BRI —T5
2k 2% CR.PR 5§ CI

* CR AT LAPERESME 3 A b L0400 | i /R ep PR 40 25 2 e
"IKF CR 9 5E 4 AN B % 24 SN - A7 E A £ 24 57 3 00 S AN REAG th LA MR 15 520 . S50 MK it £ 2 S «
FH PR W 50% UL (BE ST 20 4B Ba A m A A P MR ) . BT ROV AT AN

LT 20 PR S i A e 2 A
o R - AP R LA St A OL T Hb<85g/L, #Ead 3k 1 AN H R 2 SLraiifa. PRy Wi

BRI AT AR, R0 Hb=85g/L 69 M iy

AT bR A

YRR : BF L1 D03 5 b G 208/, 88075 R 01— 0, LA B 22 0 O, 3 = 254 22—
g3 AL

B 2: X PMF B %) 50% {5 JAK2V617F 2725, JAK2 il %t PMF % B4 —&
Jrak. (B2 PMF 922 RE R A fu 4f MPL CBL LNK 35, PRt JAK2 41 ) 5077 3t A5 Jma BR ¥, HL
JAK2 HIFREAE T FI3 SEFCAb 51, B & 7 AR AN TR AR B A9 AN RSO LAt A Tl PR B 5
BB 25 P o Ar A LIRS . Rt , BT BEOG HE A 247 3 SR BEAE LA T O T R A U 404
FRCR FTRCAERFIN [A], BT FLIE SE 4K RCE AR A7 1 RN A s R PR AT, 25

G4 28R
ANABEZAYL ROaXARKE, AE LS Rtz H i, MAR%SES
mE RERE I5Skg, £ EFELREBM, M4 4L#E %M. WBC 1. 7x10°/L,Hb 52¢/L,
PLT 57x10°/L, M3 A5 . EM,

[ E1RR 6 13697 v AT B SR 77 R IR %

B BEREEE R BT HE K S R 06 40 a4 i ) , {EAR$E DPISS-plus iS5 343
E81 4 4> Hb il F 100g/L, 4 4881 , ifn /MR T 100x10° /L, H B4 B SR (MR e KT
10% ) ,AAHfE 2 A,

B2 ZE 5 2 HMIETT KM, 456 % Bl /AR FE AT P T B R S HE % 0 17 2F R 1Y
¥, HRMEA 1| A5 BE HLA FLRUH &, 2 U083 ZBE %5 18 W) i fit 14 5 5 1A 3 i+ 40
M. £ TREFERAS S, KA M, B M, 5 BEFAEFE AL R BT

Bk .
(EZHK)

SE

1. Steven HS,Swerdlow EC, Harris NL, et al. WHO classification of tumours of haematopoietic and lymphoid tis-
sues. Lyon, France : IARC Press,2008 :44-47.

2. Cervantes F,Dupriez B, Pereira A, et al. New prognostic scoring system for primary myelofibrosis based on a
study of the International Working Group for Myelofibrosis Research and Treatment. Blood,2009,113(13) :

2895-2901.
3. Naseema Gangat, Domenica Caramazza , Rakhee Vaidya,et al. DIPSS plus:a refined dynamic international prog-

nostic scoring system for primary myelofibrosis that incorporates prognostic information from karyotype, platelet
count ,and transfusion status. J Clin Oncol ,2011,29(4) :392-397.
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4. Tiziano Barbui ,Ayalew Tefferi. Myeloproliferative neoplasms: Critical concepts and management. Berlin Heidel-

berg: Springer-Verlag,2012.
Y vERRYER AN K 2 e

TE NS I Y v g T 1 o 4 P o 1 0 o 2K Y 3% ~ 5% , i R PR 40 i 3 B s X (B
(AEC) #4(0.35 ~0.5) x10°/L , in#ME . AEC #8314 {8 b BRI, W FR S 8 R 1460 40 a1 £ 3
(eosinophilia) . W& PR 40 M 19 22 5E 4352 B (AEC #8id 1E %, H<1. 5x10°/L) " (AEC 1.5 ~
5x10°/L) 1 BF (AEC>5x10°/L) .

I PR A 0 i 3 22 — M 4 I o P i Ak R P R TR R 4 i 3 2 i A 40 i Y 5 4 0
P (MPN) H &7 8 R 4 R 41 i 257 5 11E ( hypereosinophilic syndrome , HES ) 5 18 14 % % 4 bz 41
Jifa ¥4 15 1fiL 7% ( chronic eosinophilic leukemia, CEL) B2, Il FK I W& BR 1 br 40 U 38 ZBIE K EZ I
7P i B, H AR L 5 R R A AE S0 T 40 M sl P e 440 i 3 3 B 3 DA TL-5 Sy = A 40 i
PRI, T80 0 R e 40 L % JEC T A &4 i 14 A O, et T RN A I R A O 4 i 44 2 = R 45 A
AT 995 BRI 5 G ) — 2 AN [R) R 0 , HE9R T 32 B S BRR T (M S50 1 0L A0 A5 ) |, I e 4
AFHk .,

CEL 5 HES 4E &5 %4 0.036/10 J7 A, J& T8/ WA 5 ket i 38 , ‘& 171 LAAS B JE A 14 b
& it R B MR A A > 1. 5x10° /L il S0 AR Vb 40 0 20 1 S B 4E DL B I PR A SR 8 1 R A
ik, —MIAN e BEL HES 4 8 E& b, tnohJE i 5 bh 4 i >2% s B B8R AR 4 Ml >5% ~ 19% si
A YRR SR, W2 CEL, B CEL 5 HES I PREILAI ML, 57 P A 4141 (WHO) ¥ H
%iFRkk CEL/HES, {H¥R ABFIE & 31, %4> CEL/HES % v a] #1113 PDGFRA . PDGFB =% FGFRI1
SEPR A , s 20 K 2 X 1) 3 7 2 ) #URR AT , 2008 4= WHO FEHi 83T T MPN #9432
g g g R MR 40 14 Z2 £ PDGFRA PDGFRB 8{ FGFR1 [N 5% 0B8R/ R MR~ , 7
H H MPN ef S5 i A £ bR B R 5 5 (9 CEL T 4 % O A 4 48 760 8 1 v 12 1 b 400 D 154 af 5
(CEL-NOS) , 5 HES —i&{/}JH%&F MPN,

e PR 1R 4H i 3% £ £ PDGFRA \PDGFRB 5§ FGFR1 Jt [ 5% i) 58 2/ 2 g 58 R /0 L, 4E
KRR CEL/HES # 1/4 AR KA KR T AR 4 A =25 ©FfF PDGFRA K HHE 9
fili 72/ R B AR FEJRI2 T A CEL 3% HES B8 o, th TR @1k 4q12 Bk, i 5 6 FZ X
FIPIL1 A5 PDGFRA1 %4 fili & ,JE i FIP1L1-PDGFRA it & A , iZ &3 HE 0T 7E4 14% 1)
IR TR 40 L 1 20 i BB A PR I B . KR AR A 2 N b K | Il S PR T BT VB, K S
Pea (kR ZIEH , 5 kel B BT 4E 1L %555 25 s @1 PDCFRB it X 5 HF ) 6 7R/ Wk 3R b 8g < 7
#1312 CEL sk HES B &, T Ak 533 X3 PDGFRB H: K B HEFTE, 2K R FH Wi (5;
12) (q33;p13) K H b e fa (A B 2%, A B H I £, 5 518 MR- 2508 40 i (1 i 9%
(CMML) &% ; @ FGFR1 3 K FHEAY & 7/ 4k R M09 (8p1 1 BRI AELE & 1F) < fh £ 8pl1 L
b 3 0 {4122 700 e A5 1 (8 R & FGFRI BYSE I HHE, B AR B M5 A v # kb 2 A il fs
k.
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BRTZiER

BHEGRIBY A MRS ERIE MBI S 2 ERBAR, 25T, EHER
“EMAMX NI A GARARESFTXERBAMHRS, RBET ALK AL
PR, RAE 2 H EMAFE Rk, k. EMHB5,T38.8C, M4k, LIEMRBRIH, B
oy F 5 R/ 5 FF KB M T 4 45, % % #L. WBC 19. 6x10°/L,Hb 121g/L,PLT 138x10°/L,
G da % . P45 4n 8 38% ,oH BR M 45 B0 L 52% |, Eha il 10% , k4% F ML B3k 4 A/HP,
ERAINA ERARLELRE, TREF AR LEBREAFABEHRBET, Rek,
WLIE B IR RN )G B RAE B IR B ok B A 38 3 B A4 & B HES THE,
AR —FRHLHAR, NLES . EXREAE REHE ABEHRBREL L AHLF,
SR REAKRCERE AT RER, SHTH AT, R RR Q3 KA FHFAE, D
R, R P F A RE, R TF AR BERSH L, BHAY BIRE ., oF.
WBC 16.4x10°/L,Hb 126g/L,PLT 145x10°/L, @ a5 £ . P 4 #5 4m 6% , P % 45 4
6% ,"E 8P A0 T3% ,HE s b 14% , E 440 1%

[[E)E0 1] Ehxf bk sk, iz B E T BRI iS4 7

BEE 1 R AR A VERR YR 3% £ 2 4E 4y, AEC S T3k 11.9x10°/L FPEE i
o Bz AR, R T 56 %5 18 MPN o] G A, (B8 12 i 00 20 B 411 iz 1o 4 B 4k 2% 1k g 1 . 4 i
WL AE LW R T e AR S SRR

g2 iz MEAE N WBC 32 KA A I B b 4k 40 i, 2 W7 B R RS Ph B
18 M8 = 1 I ( CML) A4 51, Rl , 38 7 % S8 S 5 4 MPN 1 i) HES F1 CEL L K g /8 4 b 440
ML 205y F A o S5 B BE 2R/ R R

BE& 3: ARSI, N — 5 T 401 0] 28 A O IR G B SR AR A U SRR IR IR 25 K
W)t Bl R S A, O 0 A M B TR O A5 S R Rk RS R T A
%,

[ [BIFE 2 ] M BHa L , N Xt i AR A TR S B A 2 7

g 1. OMIEN CT; @4 2% LI X2k fEeE MWR4E M IgE K E ;
@A A 2 i 18 A7 A= L 5P K i, % 1 5 ; @EBV (.CMV Jz HIV S 82k i ; @B B2 516 K @ e fo
AR 475 FISH; DRT-PCR ;45 . BCR-ABL J£[H \JAK, V617F K[ \TCR #:[H f1 FIP1L1-PDG-
FRA £ ;@ 1w e 50 1,

BE&2: FEKA &L, UMIZEE T BUZ R ZEFR LG T # .

IR P 1 4 8 2 e s e — AL PR3 R B DL RS s , LG TR A 2, TR &2 3R 2R 0 1) IX 331
Il R B R , o5 15 8 BE L A E R — DRI, 0 AR 38 381 bk 288 £ 3 I6F 7 7 58 R0 o) s 17 48 P
123518

T IERRIZ W, B EARE T 512 B AR 1R R, T TR A S R S e ikA, 456
X RS E A A F B, LA 7o s R ROk, AT IR 94 40 87 5 5 52 W, LK i R 3 i v
AR PRI I 3% £ B R R R 5 B3R I 3% £, iF J& HES CEL-NOS = ff PDGFRA, PDGFRB,
FGFR1 R 78 MBER/ W R bz —Fh,

(AR T R, ZE 2 T B B A HES B 0 7 355 b E 40 78 S ) HES AT 5650 Je & 2
57 H S T REYE Th-2 4 EEED 34 T, H S RERF A 57 5 Rk CD37/CD4" e R A, i sy B A B
F71E CD3'/CD4"/CD8 5 CD3"/CD4"/CD8 ™ ) T 4iMIBE . i PR b B A I 7 I H A 3% Ak A 56 9
L F K 1gE KT, {8 T 4 i fA4h 15 35 WEL 3 1L-5 FaR 38, it =X 40 M A0k W) 3] 57 5 5%
FEIFI TCR R EHEXT W2 A B
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i) |
7 A 4 5 T L % T 0 % T 1

L SEKR RE L, R Y (i & NSAIDs XK simwn X d)
ST COR T CI ST R T TR G R LT T e B |
2. RAWHAER AL, WHEFEE(HE Wk Gk LE)F AHFERE R |
BT ERE AR W RR AR HIV BRSSP LUF & R L |
3. KR WERS AMERES GBS ASBERPOERANE LT KSR
A% Woo .
4 HEGER R R RO KRR -

5. FR RGN ok B 4 MM B K Churg-Strauss & &4E %, o

6. B 1 BRTHEHMKEM, MM CML AML-MAE, R &0 B A M H 4
(SM) Fo B 4 X 3 S0 B4 R S O 5 3 % |
T REHER WREEER KRBT R FREAELS, |

|

I

|

|

|

|

|

|

E_RITZER

FARNGEELRER:

. FHBEY HAEANRER, BEET45% .4 24149 @ 1, REEmig
0.5% , "B B P45 fm il & 45% , 3L P o5 BT~ 20 45 an B0 6% , =K BE P 4h 4 4m . 6. 5% , K B WL %)
¥4 0 13% K BRAT R A 40 08 10% E B et B m e 9.5% Lok mieiakia X, §
APFRIBHEAL, EHMIR216 R/ A (B T-4-1), -

2. FehmAE SN 46, XY EFHA,

3. FISH ##%] PDGFRA A B sk, b 54740 jes 70% (B 7-42),

4. 2 H#%& BCR-ABL #4 2 F JAK2V617F k4 L B & TCR £ H A Mk, 24
M| %] FIPIL1-PDGFRA @& A Bt kik (H7-43),

5. GhkbEsH ARTHBHAAMAFTRE.

6. hhthE BRI CTRFEMI, AHRLFF.

7. RBRALSLEL S AFHAX(FEEERMAAmIENY 2 H X 12 K47 Ak
EAE) DB R R E LT RS RERT AR,

A .

E7-4-1 BEEAFERERAERMNIESEES (G Ll A BRI AR)



FLtE BHEEEME

PDGFRA T FIP1LA1

BHE N
B B HE AR L 50 s, IR A IE SR, H AT JLICAEAR , A AE B A8 K K
T I B I Wl RYIEHR 856 RSl BhAG2r , o] BH A HE B 52N e 8 IR e 40 i 54 22 5 A bk R
iy
B2 HANZHPIRE ST BRI £ 2 4F LA L, B K, R 4%,
B S B MR A0 I | DR G A M A L IE ﬂcl’h%ééﬁi’f BCR-ABL il & X BA 14 , 7T HE
F& CML F1 CEL-NOS A2 , AT & BEE L2 1Y HES, {Hi% é" FISH Jz RT-PCR £ il ¥ % 81
| f##E FIP1L1-PDGFRA 737 5% , #% i 2008 4= WHO riél%]ﬁf‘?:ﬂ B2, 2B E RA LW B IER
' CEERR YR £ PDGFRA J R HHER B R iR
[ (217 4 ] vg R MR 40 i 3% 22 £ PDGFRA At [K 5 HEAY 88 &/ R 8 5 CEL-NOS Jz HES
& 2Z A PR A o] 53¢ [R] 407
B
L A =&AL, BHEEZ W, Bk R 1.47 1 BRI BREALZHR, =
13, 715 LA B 5 —AhE IR, 8 B0 0 A B iR (SRR L I8 PR e K B ) o0 il 2R 48 (0 UL
9 VPR e L AEql) (R G A E I P 0 ) s R a5, 30% ~50%
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|
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\

\

|
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IR R .
2. RlFxi —fii S, HES 24 IgE AKCFHEw , S0 il T8 Jeths 40 i , A B0 40 i & 43 Ee A

AL 27 I 4y F 5 $ 1E % ; CEL-NOS F§ &5 4 50 &) I )57 86 40 B > 2% , B #8 J7 16 40 Bl > 5% ~
19% ,—f AN ML B AE E N FAEY RN OBURZE T W EHE+8 K i(17q) Pk, L
Bl Ve B T4 JAK2 B 9878 | X3l 1 2 A5 1 4 i HE B Vi B PGK B HUMARA 3£ [H 5 ifij v
RN a3 Z2 1 PDGFRA T HEAGHE 78/ 8 Igi 5 5 il i RT-PCR 1 ( %) FISH J7k , il 46
il E] PDGFRA , PDGFRB 5§ FGFR1 & HEXL[H .

[ [E)3 5 ] g R M 40 4 22 067 IR 2 A A7

B — I, O OMS B Z RAOREERE RS L5 B &, TREHM2E
PR AT L BDR T LA B AT BT, A SR B A T R G I R L 4 S 2 A R
#,— B2 W, LHUL AT .

BRg2: HRWS , 50 s 4k K& 1 v iR P L 40 i 3 20 F 2 X R . HES i —4&
WBTT B W R, Img/ (kg - d) IRJEFA ATl 70% 58 25 114 1 0 o 2 1), B 280U 9 3% o i
T LA /N R AERE , WA JF 20 88 B M B, AT 26 R R R B AR U T AR A e kR v =
LRIRT AT E A - (D300 7 B o TARE (IFN-a) , B2 TS, 48 2 ~ 3 K, IFN-« 58 B & %
A EER , IFRELE K B H 1) CR FFLEnT 8] ; Q¥ ) 25 Wbt CD52 B4 B 42 ¥ 41 ( alemtuzum-
ab) ST HEN P HES, 76 /N 2 51 U8 B o ik 52 HoA 2R AT 3k 91% ; @$t IL-S #4535 30 1l 4t
( mepolizumab ) {G¥7 MEIGHE HES , 765640 8 & oy s, ML 5 36 1A A S BT B BT IL-5 f94r
S8 % @425 i Hu  VCR ,CTX ,Ara-C 1 6-TG %5 b, ] i % 43 58 % 2% ; XG4 HES
B, R KA E] FIP1L1-PDGFRA/B il & 5 B O A7 75 , th T 38 P 8% 2 18R 380 86 4 7 77) ( TKT)
FH T R O 5 3% J2 (imatinib ) 3697 ; @ F- 5% U 0 0T 5 [E 4T 5 5k TR o i 40 MBS #3697, SRR
BT 4@ . CEL-NOS fY3AY7 B ¥ 40 M #5254 Hu , 55 K Bt T 5k 2g/d, HoAth 40 e 25 25 4y b 7T
Fi e FH , HARTRYT AT 3 Bt HES , W R MERL 40 I 4% £ 1 FIPIL1-PDGFRA/B Jit A 5 & 9 # =/
W2 R B e DB B A YT, A T #0 5 PDGFR Lt BCR-ABL %47 T % J8 o fif s, i
100 ~200mg/d fy %77 &t B AT {fi A8 35 4K i 2 15 2 1 28 A , (ELiZ 24 %o o A P 40 186 22 £ FG-
FRI [ 8 HE B /8 2 Ios Jo Ak, 28 3 T 4 AML K ALL F DA B 5 4697, iR G
YT R RS T 40 s .

[ 151% 6 ) iz B N AN iR 47 ?

B mBENTRAFEBOBITIRSBE .

Xt EHATEH, H IR E TR A S AR RRF SR SRR R R
B A IR IT s HOR A R E LR N — R A B DR S R R 28 B A o,
S fi 8 A T RE R A R A TS AR R Lk R R RS R L B =L
R A KA B S K IR T B IR SR E B B A AR S .

B2 WEETHEER.

1. RO 200mg, Qd, R H ik .

2. {JEHA 20mg, tid, R,

3. b KAR KT BAL MR BE
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(O) gtr smwmimm

|
| - BERTBER
: wAIAEES.
. I FRUEAEL Z A6 %, a4, I M T dom, & K Y1 R 4745 5,
' 2. &M WBC 14.5x10°/L,Hb 145g/L,PLT 178x10°/L, b 45 0 6, 68% "% i 45
AR 2% HE I 27% B A 3%
| 3. A44%& ALT 336U/L,AST 128U/L,GGT 134U/L, fo 4% 8. 1,
: 4, BHMBE EHMEMBEES. 5%, hRREHRELE M, A LE,
| (G088 7 ) F — 4 P24 ool i e 2
: FmE L3 EUEARG OB R A RER BT RS RAS R, R EW 2 AL, A
| SR B 5B T R 5 7 T 2 S B2 R R A R A
. T2 0A77 BER - D4k I D88, i A8 ; @k JE Mk 1k 10mg, tid ; @) i 45 %
| A BT H e — XU I @ R A AL A S R
|\ B EAEEEMRN 2 A E % FIPILI-PDGFRA fil & 25 [, bR 547 IE % J5 5 25 W (]
| TTEATEK |
| AEEZPLHER200mg, F0 | Kb ACHEL 5, BANMGEHRITRYG
L BaENE, B S S KRR T Al K E R R ILER 6 | AR B AR
l MR KA 2A RGN o BB M A oF o 45 e ARl K, 4k AR AN R Smg JF 4 2
' MAEAEA ., £% 5 FISH & RT-PCR & & FIPILI-PDCFRA @4 % B 3 1l 44 £ 4,
¥ B, EEAWERE L, ARV S5 EMT LB B A A K
3 [ 1508 8 ) B I B 0 48 B 3T T s B R I ML R AT 47 YRy ad B eh R B 47
g TKI 7 T 8 J2 R o 3 5 M0 = BRRRIRHE 15 PDGFR RU%5 4, BHLIGE T 0P 000 15 515 Sl %
;@ KDL PDGFR {38 B AL DR 7 3K VA, Be0 0 W R M B A L O 7 0% S5 0. R D 8% R 37
| it#h, R4S 3 4~ S — K FIPILI-PDGFRA 358 %3k, AT 2, — B35 TR P L
: Yo 7SR A TER 25 % A, — L% BUTH 25 7 R , S0P T 2 JB i ik 3 45 K 400mg s —
£ TKI,
: [ (5120 O 1R He B bk P2 , o B 15 5 VTG 22 ) W 1 40 I 48 22 9 10 3 7 72 R, LA M6 7 1
: R T X R A 2 M 1 2 i B
, [ EEER IR B ERL AR ]
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FERR RN N &

B B lA |

4 I8 W I
SN v R E
)t -PA B
g Y
MERIT I FISHERRT-PCRIGZFIP1L1-PDGFRA;
@ 308 1 O AR B T A A T A 4T 5
5q31-q33(PDGFRB)#8p1 1-13(FGFR1)
v

! )

HAth TEREYERR A T2
REARGREE | | Lhn o
i1 % (5%~19%)7 FERCR AR T

[
|
l
[
|
|
[
|
[
[
[
|
|
PEAE R AR IN 38 1 5 iz, {945 4q(PDGFRA) | [
|
[
[
|
l
|
[
|
|
[
[
|
|
|

1 FUR 41 a1 CEL-NOSE{WHO HES VR EL 440 i A S ) o
EAL B3 $ R LI PR R4 ifa i & i s
ﬂ‘f’ﬁ&l;léGRm ﬂgiguﬂmﬁ l e
PDGRBELFGFR1 ({IMDS,MPN,
e MO ) I FEBERE 3
! } ; ,
PDGFRA/BEHEH #%: || CEL-NOS: 33 B IR 8RIFN-o; || % ME
LR RO ER; TR IR IFN-o; || TR MEh R R s A
FCFRIFEHEAR HAbTF259 HEERE; IFN-o;
HAML/ALLYS 5 I AR IR 5 SETAF BLHT S T B T 5| | S A S b s B
ST, AT B HAbT 2595 I R
I ARG 5
B
(% 8)
SE VR

1. Tefferi A, Vardiman JW. Classification and diagnosis of myeloproliferative neoplasms:The 2008 World Health
Organization criteria and point-of-care diagnostic algorithms. Leukemia, 2008 ,22 ;14-22.

2. Montgomery ND, Dunphy CH,Mooberry M, et al. Diagnostic complexities of eosinophilia. Arch Pathol Lab Med,
2013,137:259-269.

3. Gotlib J. World Health Organization-defined eosinophilic disorders;2012 update on diagnosis, risk stratification,
and management. Am J Hematol ,2012,87:903-914.



CPAS A I 7R 9w

R CRE

H L PEBR I B T AL PE BRI E P &, 3 BUBRE (i AL (A% o | /iR B 1l e
B T 4 AR N 2R B R 57 o 5 L2 ) B A P e ol s 405 5 e L AS A
[ IEE LM )

E# 1 m L5 |
A AL E RO RN R MO R NRR B AR E = B

(—) MEER

I BE A SEREVERS B ok i 1A AR I SO LA i ) e SR I P
4 ffd ( endothelial cell ,EC) BA7 By AE , 7T LARE S ML 005 i 268 T35 P AR = 9 /Y BT A o fik, 5
S BAT ARG AGHUBE TS P , ORUE I WS P (% 8-1-1) ¢

®8-1-1 MEARBERARTERTEZNRBFNGRER

(R 4 8 AR S
L ADP i - K ADP, 301 /MG 1t
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#ogr : it %4 : WBC 8. 3x10°/L, Hb 120g/L, PLT 7x10°/Lo SMALMLYR - 19 240 M Hb A B 200 T 2
IE# 40 B it /MRTE S IE# , R WAPBR AR ER A . i/l 0o XGE R 51 ENA R 31 L ANA |
anti-dsDNA ¥ 0 FAYE . FEIIREIER . ZHF WU H TS M. &5 -2 EEH
Jfd 325 A, 4326 25 A~ HpShHEE AN 4 4>, BB = /MR B A 21 A4, 1/l L.
T 8 TR S e L /RO AE o BB B - ST E AR L e 3

TP HXRZERERENX

1 M ED 2 kAT EAE T E¥% (100x10°/L) , i MR FH KRR A. BA
L BHM, - RAEAR R, RAKKDS, AERITEPIRER
2. K AN LR B G T LA B R B MR D W B R &
L MM NRR D, Gt B 4 @At TTP LR % R M i MR D %

{
i




g wmigs ()

3. AR ERGRBEEEFREmERRES KAV EBAREREDN BEX |
ABRRD G REBRAE ;A MY KN ERAREEFRD ;LR RKE EH R
E#

4. BEHEARZ (RERF) LM AHREM B & £ & MERRF B DR D

5. ABRERGAFFRN HIV 5 &Rk,

! 6. i3 /MR 4 # % ( thrombopoietin, TPO) X F 5 EH AR K it F £ R, A LEH
| ITP &5 7 A B9 {5 4 5 MDS(TPO ¥ 8 A4 %) .

i 7.t N R AR, R 4E K 35 BT ITP 8y % A48 3 J7 #% , & % MAIPA( Monoclonal anti-
! body-specific immobilization of platelet antigens) & fuift X 2Rk, T A U LG £ x Mt 5F %
& dNROR A B B % KA R K ITP 5 4 & # 1TP,

[ G 3] & & MW RAA7

BEE 1 BEME S A 0 M RO SN Mok A A KR BES RIS A & S AL TP,
B S AR L B AR 2 TE P P R B, 9025 2 Wk < R S Bt /MR SE . h T ITP (932
Wr B AT i RHEBR L2 18T, SR Z Fp e SE R =R A 48 4r . FrLA ITP R SR IL A E 2,

ITP gy Wi AR

I
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
I
|
|
|
|
|
:
L E2 kB MRIHERD , hmBHEERY . :
2. A RE— MR A |
3. RMREERAMKEERN S ARAER, |
4 HBEMBR R AMORDE, 0 A R ERRR FREER SHB SRS | g
WAY AR AR AORS KERGRARER FME LR (BARSRA LS | .
RMMERH R AME) AR BT B R U KRR R AR
ORD RS F g R A N OR D B ANMUR D LR S R N OR D £ o -
|
|
|
|
|
I
|
|
|
|
I
|
|
|
|
|
|
|
|
|
|
|
I
I

B2 MR ERE M X ITP AT, B E R S R 3 X R TH W ITP, AN
R M/ OHEURT 10x10°/L, SIS A I shk th i iER , J& T EAE 1TP,

MPHHES7H

L Wi TP e 3 ALl ITP BE |
2. HEWRITP %P 53~ 1240 SRS 0 ITP £ 4, |
3. TP #f MRS HEE T 12 A 0 ITP B4 |
4 EREIP 5 /ME<10x10°/L, ER % B4 FE LT 0 e KA AHH P
RAETHSE0ER, LHEALMUAR DA DT R WA BT O EHE,
S RRMITP HERUTHAZAARKEE BAREAKAELLNEES
TR B B A s B A T SR B R MR A B R B, B TP,

(1) 4] fnfaikys?

B WRIFERAGST?

ITP HHi i JEAR A I 1, 9T R B ER 43 ITP SBE A UG RAF, S T3 5 1E % A E 2
EESELM TP BFFEF YL, 57 LLEF X ITP (93657 BO% A T fEA M= E AR i 1TP
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BEMAR A W ITP B3E . JR57 1 B B0 8 /i 8 2% 2K, By 178 I, PR
WRPESE T A2 R 3 A /BT BGR BIIE R . BrLh BT K i /Mi>30x10°/L 19 ITP (3, &
B, ELAS 3 i 8 i fE B i AR ERIE 3, vl g A TIRYY , MR MR . 2R
IT IR N 5 BB A R

R 2 YU/ EEIE T 30x10° /L, 3 H AR & sh i i, 75 BEHATIAIT

BBg 2. WfaiGyr?

WSHr ITP —L&iafT

1. B ERmEARHE KREMFEMN L Omg/ (kg d)F s, 2AKFM, HE~Ew A
HAERAENHEAR FREAEEEHEL LG 7R, ERFFHE B A 0 R, Hil
RAZEERBHERF,] M ARERERNEHES ~10mg/d, TR# 485 R AE
REZSA. 460 RARBEHEKRN(HD-DXM) , 7 & 40mg/dxd X, 0 A 2, £ %
BETELARELE— K, BAN, s EENOE BN EC ARAL. R TEM. &
P B, B b, T RS, R B BN KM R R AT |
AEETHAEREL RE AR, LR HTREFAT _BRET #57. %

2. BRMEFAAREL (V) FERAT -OIP HEALT  QF w2 T LRE
R B WATR R AR S DA IR K 4 % 37 ; @ 218 1 7 25 4y (o ik 7 b 55 5%
wh B ok ) RAEFT M Mo % F FIE 400mg/ (kg - d)x5 K3 1.0g/(kg - d) A1 K, “EH

HEH2 K, LERTUEER,

HBHFEREE , BAM/MUTEIRT 10x10°/L, 5 H MR AR T , A0 DT BCHCE I H 1

S, AR B R RR Lt ot 17 20, T DA BT R i T ML /AR . AE B2 WS, 107 P KR B 3 38 K AR

(o ZEXKAR 40mg/d FEF 4 K) AEBEH 3 K, B M/MRTHE 56x10°/L, B 5 7 K, B4 /MR
7t % 253x10°/L, 584 KU H B -

ITP #7203 Bf

1. %4 KR(CR) #J7J5 f/MR % =100x10°/L H 3% 4 H i, ;

2. HH(R) HFEM/AHEK=30x10/L# HE D ah i MREE mFRE, Bk
A i,

3. B (NR) 976 /MR 3k < 30x10°/L 2% 3% fn /N AR 3k 38 m A B S pb L B W 12 %
#A W,

EEXCRRRE,EEIRAFL, LHNEDERT X,

. @g@u‘:‘.& v

&%ﬂ:&.l MRAE, m&lihﬂm WBC 9.8x10°/L,Hb 119¢/L,PLT 61x10°/L, %
RAEMAML I,

BEEE2AAE, NP L% 0 FH . WBC 7.6x10°/L,Hb 121g/L,PLT 43x10°/L, &
KA ML,

EXER2SNALE BAZERSANTHRERERYS, NS LE0FH.WBCS.6
x10°/L,Hb 117g/L,PLT 10x10°/L, M#AXFE% 57 .



gam smkes ()

R GA T IRREER
B AF RSk AP A, BR A, BB TRY lemx0. S5em s, T
BTRBAEGH B hh S, REAKCELNK, MFEER. SHERKLFF. HK,
KR M T ABRA , RF ALK,
AR % %) :ENA %% ANA .anti-dsDNA 34 4 R, M5 EH, B3 B & FMRFR
X, MAIPA #n]:GP I b/ a #4k(+),GP [ bIX 424k (+) .
(B 5) B 4kITF?
BB PR RS , R B LW ZBE TSR R R e /MR AME . %R
# MV, B TSR I . A SR 2 O I, P8 XU, i /MR R

W
| ITP R 83857
| B F /A& TF20x10°/Li R B 8 S E# BARC L EHA N LF; L RFEH

L BERFRAE LA

| Lo AMREE LR B R A 10 ~20 B4/ KA T RERN T EL
- (A 200ml {6 TR o R BT H AN 1 B MR
2 BRMERARES(IVIE)  HE 400mg/ (kg - d)x5 K3 1.0g/ (kg - d), Fl 1
R,FEXEA2R, LERTUEL,
3. AMBFARAEA 1g/d, BRESN,3~5 KN —FE,
4. EHAFLEFI(FWa).,
FEHMEH, LRETTRERA,

ZBHE LT TP A R4 B S RMEIGIT AR BE2 R O R . W B — A
¥7 . HET 26574 MR UIBR /M AE UK (TPO) Al TPO SZ R ¥ 3h50]  bt CD20 i 3 [ Hi 4K
(FIZH RPL) G AR A GRAEME RIS . MR B AR, B A %5 4T
& ELAN TPO 1577 .

ITP =238 7F

| I BB  SEHARE N 0% ~90% , K A REH 0% ~0% . FTEAELRMEH
TR IR FE 6 AN DA b 5 UM BUR 4 >30me/ d A AR AR BT 2 R
| 2. Bk
(1) fABAERSE Y : £ EQH: B4 A MM A K % (hTPO) [TPO Hl jk % % 7 %
* (romiplostim) A & 3k ik % TPO 2 il 4 ¥ dh 38 1 (eltrombopag) , X WA % F 0 /K =
BEEXE, WEURR A ARK B EESE L. PREREN LU R DR K
A% it — S UKo
| (2) 4i CD20 ¥ 3 M i ¢k : 4 CD20 #9 A Lk &4 1,375 mg/m’ # Jhok 4, 4 81 1 K, 3%
CRAR. THRERENBRESR, KD H A ALK,
1 (3) KEHHEK 1 4mg/m’ (RAFEH 2mg) ,F A | K, BMES4~6 AH 1 TE,
| (4) FREA:EERA TR MK TP oy 557, 250 ~ 500mg/d, & /i, % 3 & 50 ~
 100mg/d, L LU L, |

(5) fl:fmahed Eob IR 85 BhAE T 0B 14 0 00 9 1 ) DA R A Aok % 25 4 3

|
|
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|
|
|
|
|
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|
|
|
|
|
|
I
|
|
|
|
|
|
|
I
|
&
3
£
ig
|
|
|
|
|
|
|
|
|
|
|
|
|
|
I
|
|
|
|
!
|
|
|
|
|
|

183



(V) g1& timtess

[
I
[
I
[
[
|
|
[
[
[
|
[
[
|
[
I
[
!
|
[
[
[
[
[
|
[
I
s
3
£

e
pi]

184

[ITP )

st Ak, M AL, M WA . B, KU
#%, HIV/HCV, HiHCRIRGUA . B %

Plic10x 10°/L | E&3657: /vl

JEHEL H 1 5]
H i RS

IVig, KARME . Flla

| ST : BERMOR GBI AR EH) IV |

Pt=30 x 1071 il | Plt<30 x 10°/L,47 H i

@LE‘ Pli<30 x 10°/L, 47 Hi ifi > LI A I, MAIPA |

r’

—ERIATT -
LIS
2 if /AR A 254
HICD20H FTRE BT IR
HoAth - BRI | FRAIEEA . TR, KEMAEFE
PIt=30 x 10°/LFHi it | Pe<3o x 107147 1
HEHBRTT
BRI
e
TR
T4 fass e
Plt>10 x 107/L, 76 H Ift

ZEXmk

3

(& ™)

L. AR B 2 2 Ml R S 2 LR 5 LR i PR SRR S L/ MRS AN 12 S5 6 7T P [ % 3L (2012

FERR) . PAEMMBEESE ,2012,33(11) :975-977.

2. Provan D,Stasi R,Newland AC,et al. International consensus report on the investigation and management of pri-

mary immune thrombocytopenia. Blood ,2010,115:168-186.

3. Neunert C,Lim W, Crowther M, et al. The American Society of Hematology 2011 evidence-based practice guide-
line for immune thromhbocytopenia. Blood ,2011,117 :4190-4207.
4. Neunert CE. Current management of immune thrombocytopenia. Hematology Am Soc Hematol Educ Program,

2013,2013:276-282.

N VIR Si R

i f P 569 (allergic purpura) XFR Schonlein-Henoch ZR&1E , 2 LT & D4, F KFERIFEK
2 o I R — R I AR 2 RN I , R AL R R e B R A AR S RN, S ECE A
I et B ARG N, MRS | 7= A B K S8 R0 M B I 4% s 1fiL o AT [R) B A A SRR | I
K b S A R . W2 F AL, TRERE, BEXEZ R, BB E %R

H R e st % .



g/E snss ()

|
ERIILIER 1

BEBHI9%, | ANEART" 2R AH B2 A BAE, 3 AT HAwR :
BESFGRE FR AR TRESA T, HRATRELEF R, REMNRLEFAE S oE
#.: WBC 10.4x10°/L,N 61. 5% ,RBC 5.0x10"/L,Hb 151g/L,PLT 242x10°/L, M=k & !

B B ARG AR REA S, E AR e —k AR
B, Kok R OB EAE, A R ek, 1K, n
(R 1) Ekfiish , s PR BEG L2 I A b 7 |

HRI A VR i s R %R R A B B AR AE 00, B S ke B
B — A 0 B S e PR 2 SO o o P !
BB HEE MRS OF B QU T I PR B ORI AT I :
EJRRAER 5 GO LA F 240 B RO 125, £ AR % /MR IE % o B /SO HBGE % HERR b |
R S, T L 1 0 /IR DI B S ST B B, LA SR A L 5 T B !
BB 2 [alis % i BEAE A TE M MEE R ? K I AT TEAME T SR A Tk :
R . BEAERERN , A RSB R IR 7 BRI AL, A BRI R SRy B |
AR 7 BEAEA TR 7 A O AT B A £ 25 e S R |
BBE 3. (AMS KA VE B BT R L AR £ 5 W R L, A5 TR R Bk 2 5 S A T :

ik ETE . :
B T I PR I S, TAR MR B R o, A sk, IR sk, (iR R
B, XL U % 2 5 e 3o R4 A 05 A 4608, DA B i o &, RS 406, e85 T :
ek EZ AR, SO S o WA ST K. Mo AR , O R % . P
R, AR R, C R Bk . MR A R . DU RESE S TR ”
£

e

| S R T S |

i"l-‘j

IR A B Bt o b 0 1 PR A LA A L B R B R (R

Ssh ) 57 0 B o R DA Sk B A R o R RO B o DLk A
O RS FT L PV ES TP ENE T 0T ST PR TR

MR ARER EEATENR, AL R TRAG RS, R XY EA YR
o BT HAK K, AR AT,

(B8 2] S B w2 I , T A TR LA 25 2

FREE 1 RS B O B S A8, A A I F AL i} I ] PTAPTT T 45, &3 M Al e
i, /IR BOE H, HEBR /N BRI B I 5 575 b, 6 S Rl PR R B Y, 57 R ad S
BRI W, (BT BOBE DI RE | /MRS REEAT S8 Wi 53 SME TSR ML L R 0L % B
I, %ot et B A AT A0 T

iR WS RS B

| SHY ROV G ES . ORAN 1 ~3 AF KR BR.ZHERTERR EFRA
R s D T R AR, T BB KR A () R 5 @ ML B 3 B R
R EEES S I WOETE TN EVECTLEIES B

g 3 B A o D o b A s @ 4 R O MR
C DEERORESRAF X ORARER RARLEREONHEARES,
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R EEmMA SR
L BAM(EREY) IREALNXE, TERAVRKER, ARTOK, ALRT

BRBE., REERRELRE A, TEERAR ERE, ERANTE, ER
uE ELTRE, TREKL RXANEREE HBE KHE, |

2. B (Henoch #) FERIAN— R 7K R R, 0 L& Kok oK o

EREME APBBRAEN, EHEREEM, ZATHE TR 2H, — &L HEAL
FREERSGRMLEAR. Y \LTEHREAR FHHBETNHAMEE. MTER.
BES SHKEBRFANHA, BTRXETERIWN, ZRD A RBE.

3. X4 & (Schonlein B) FRFANKXTHK AR ERRARERE, SRET

R RFEAXT  EEARE RAERE, FEXTHH,

4 FA HUBEEBREXARERNTE. EARERNES L BALR &

HRREBAR, BRAAN BHEREEREERA., BREF AL TEBREAE
R FTERBA, FEI -4 ANKEPEFIRER R A BB T AR ER

5 BReB KERERSHFLEAFMNULERZA,
6. PIAXA PEBHARETRARP BARBLETHANH L ESH JLEX

LR i R K B, AR 2 R A R A

(

[EE 3] BE T — A% amfrab 2 ?

B S RS WA , I EL B A AR AR (REE) | RSO I IRRHIR 55 , HEAT 10—

LKA IR
B 1. ABE/E T TR E , B REN SR EE T

1

- RIEFRAE HIEUA ENA R RERIBEFHIER . HEBR B 5 RBE SR BT 80

H i e KT o

2
3
4

wn

6
L5

. BFEIRE  IEH . HEBRATRR AL B DhREA 2B il .

CREAOEW. KERM(++) .

- BEMPIRE IEW . WANKEE KR BA RSN IR W T B

- /MRIBEEIIREIER . R ZBE T -5 i/ MOREIRETC K .

- BEERRE  TRRBRAE R R R . MEES X ZOF AR . A B BRI R A R g BT B

JIT LA R0 S W A 8« o S S (TR Y ) o B B BRARY (5 ) 519 Y (UF JRe R 9
9 ) LA B B (A R R B ) o e SR () S , R A L AT B8 RO BUBCH I
BB 2 A RERAIRIT .

1

- BB 5 Rk T B | AR B W R, 5 R RE S R SR R 25 W), R

BRBRAF AR LA

EEEEEER
L B3 HEMFRERRRY L. EAFLLRR, HERRUBHFLMERE S

W, A FRERRE. RERRSATRAEURERR, 0RE KERE%, FL£ LR
L R ERRFEA S N



gax tintss ()

2. &Y FERAGMGIYUFAEALHFTE. v F B B8 F0%,

3. %4y FRANNAER(FERLARER HESE) MAERA(ABRE REH,
HREFRETEF)IUREMEAHN(FMER FEBREREAREE).

4. Hfh mEL R LK AXF

i W & R LH

HUBEEBRE—HEREEN TN —H2H 0 & KE.
L AR TREEFEAGEENA, R BEF 0K ARG REL 6 RTRETK
e RARThEEREDRERE, HEAk, SR PEEmuEE SR —£7 %
BN R, G R RIER N (B E M A, B3 AR Fo o
_ 2. M FREEENLTREENNGE, SHAEEREEHARIE, #l ALK 4
vk, WA MERM T hERAENREAEE, Y ERFTEREHXNENE B EAH K
- LHRGREAF T ERBRN KA EM R — R T REMNT, 5] R KRB,

2. —BXAEIRTT

(1) PULHREZy . Shme s e SRR A o] w) R | 25 SROREI08 | A K b T S e Bk ok S 495 70 4%

(2) il @ EVEZY) AR C Ol T FEFRSES.

3. BERRMR  WEBURHGRA DU R AR ) G L B M, X RO
T BRI , R 18 M I DR I R K M S OR b (EX R ERCRA M B, —RHR)E
# 30mg/ d ARSI U VAR, i Be T nl AT UL AT f9# 100 ~200mgy/d, Bl FEKFL S5 ~ 15Sme/d,
TR  AEAR IR o 1 Al B O T AR — BN 30 K, B AU P S AE I

4. FREANHIF]  ANGRETERS FRAR FRREBERG S s BT B R MR OB

5. PisEITEE AT BUESE  TERAF RIS IR 4 e SO

6. XMEIRST BB AT T T A Bl RS R (654-2) 1 AR ER B2 T HE 8 5 &9 i T Y A
FAE A 2 5 PRt B ] Ak 24 5 BRI o S8, AT SR SE MR EIRT

7. RERZY DAL SRR SR £ GE A TR E RS EREE .

BBk 3: BAEMIARST L - 1 R 0 e S B 7 R O b R TR, R R U g
O A [R5 I R S0 A03E L, {5PR # R0 K F 2 RES4 IE 6, BT LA L M ZE K 4 10mg
IR T, K 1 U S fhAg 10mg 8K 1 YR, 44 3R C 3g K 1 WK BKIRTE , /9 T i 40mg.
BRI WA, 3 KGRk EREH, BRI K, R R U BEe. — e K Bei B4, 545
PERRIEAT S o A5 P SEORAN TR 1 , O ¥ JE A 30mg K 1 KR, Hi B

(EBHEERIZERE]

1. A4 /MR R

. it —{E ]

A I e
U7 BN it 158
u * PE i

5. KfERRM 1l /NR | B I 3 1 = .

LWL T A

6. B B AR AR it ol

7. #5lk BRECL % . ' e

4 B
SHERAT
6. h Bz
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SEXE

1. Beutler E,Coller BS, Lichman MA ,et al. William’ s Hematology. 6th ed. McGraw-Hill ,2001 :1409.

2. Andreoli E, Carpenter CCJ, Griggs RC, et al. Cecil Essentials of Medicine. 5th ed. Elsevier Science, 2002 ;
449-472.

3. Kawasaki Y,Ono A, Ohara S, et al. Henoch-Schénlein purpura nephritis in childhood ; pathogenesis, prognostic
factors and treatment. ] Med Sci( Fukushima) ,2013,59(1) :15-26.

PN ik )b O P AR

i A oL/ ER R A 5 R (TP ) 2 LA Gl 8 P ot A B o /IR T AR08, BA R T2
14 ol L e TR R S A0 T DR R A — o 7 T e P Bt P AR , R SE i Moscheowi T 1924
SRS o PR B USRI g = IBCAE DA 25 AL, B /AR DR A B 4 A AL, 2 AR A
RSGEAE, an R RIS PEA B D RESZ AN A #4, B TTP 48 1 i PR FLEKAE o

& PR & Bl

BALE2T S A LA AR ALl B mESRERFE2 R AR, &%
AN B4k Y TR BEE HIER K B Rk, ATKIARTHAKRER o5, 2
KTk E ARk 6 ~7 K/ K, BWERE ¥ H . WBC E£% ,PLT 15x10°/L, Hb
50g/L, MG AR &, A ERE, 2FRF AR —FHBUAR. RAETIAG A
JE M smk A ES, kT 37.2C,P 100 k/% ,R 18 k/% ,BP 94/60mmg; % g
RE AREO,ARBEXER, CHAFE FRARCEN TR, R TRARESE o
B REAERT]

(B 1] EaRAE st , R F R BE RS A R L 2

B BREH L, YOG Bk B R I A, S AT N T S B RN L AR
AR I B /IR o T B2k 1) L R R O R RR 2 4 B ) e fh oE |, A T X ek He fi sk, A
TR, BRERSERAETLE SRR, AEEE S 8BS M\, kg d M.

BRg2: BEFHFELH, A MLM /L, ARG RE . TEZIEL TEBAEE:

(1) e o /AR a2 S - B L A8 B AL I/ 2D B P AR A 2 R G, T B 5 IR
i W, T B e A R W AL B Zh BE R AR bR A LSk CT K. AR A &4 AT LUAT
ADAMTS13 Fif§ i RE S 7 .

(2) HEHRER: HHELM, RAMEABORAE (SLE) B &, iR R R MR R FEM P2 R
S, o] BUAH R A4 i /NRIR 2V BRI A B SLE iR E . 7 T MEBELEA K EE Ot 85F Rtk
B 4 5 HA R, 5838 A SHiAg e,

(3) Evans £ZEA1E : B 5 R e M 105 I S e v /s A AE , I Rt 3R 3 if /)i
Yk R A AL, AH— A AR 2 R G IR, W 1T coombs 156 (A IR Ao

(4) R I PN B I < 22 %0k /)N 08 20 B SR, B Il ) REAG A 3 R B S e, — BRI 21 2R
EI T BB 8, & 0 i i vT B 2 R AER . W AN MR i, BE D) RE K A Bk CT
B,

(5) HAth: an St RS , FFAE R R T IL , 25 sUB i R St s A 5 . —BRAS
IR p 2 RGAEAR , RT3 b sE 9 5] B R SR R A A S A B T . U I B A A0 v A i
AT FR B MA FH M/ RIE A, BT A W E RGAER, ZRIK A [t 4 RGOEAR, i AR
Y4 F B, WA B T 25,



gim wnwss ()

TTP Wi AT

TIP EAB T HERFEL K 4.5/100 7, F L Wl 44 1:2; R B3 )7 B TTP B #77
REFHLEIO% UL, XRAMKERETE FAETHRES% ~30%

i i
: 1
i

TTP HiimE R4 2

TIP A H AR FRB AR, KEETIP REATRRAF A AL R R LS,

(1) # 4 TTP % ADAMTSI3 EE XK S HBEUBRRAZ R, B RS AW |
| REREFRERMEA TN, |
| (2) AW TIP $ HAEFh A& A% ADAMISI3 B 4 Hik (Wl #), 8%
| ADAMTSI3 % M B KK HKZ , R ENERED, |
(3) HAMTIP REBLE . GH. HA. O AL RRAR SO TFARSHERET
WL ER -

(500 2 |
TTP # £ T Rl ¥ B & ¥ o 200% B F (VwF) A % 5 88 (ADAMTSI3) 7 f ik = |
ORABERES | H RN AL ERIRYG VW R MRS BT,

TTP Bl R R

(1) # o /MRS Bl R, UK BN £, R A R LR, TAH R
Wi FERW S, FEETA AR AA G, R AMORD R —,
| (2) BhEREELMR . TRANFRARENRL, 4 12 BHTHES, REK
 EETHEBA. |
(3) WERBER: RARANEREAE L LFHERA, K EREHARE TIP
RAENTE, TEAANEREL LA LB HE NI ES BE BREARDLEE
RAEHEBE, RN S ERARL,
| (4) BRAE:- THABUR LR AR MAEEANFAH, PEXTLLL
 pERE,
| (5) RH#:90% D\ ERFHRR, S BFLBRER N,
(6) R M BRI H MK T L%,

([E)%0 2 ) it —25 i W , 7 AT AR 2 7

BB 1. FWESEESNEA MM A KA, 95% ) TTP B3 408 L3Rk A AT WL AR T 41 40 i K 21 40 Jfd
B A, AT ULBERTE L0400, B 40 40 Hi 0 P 220 40 444 5 592 % T M BRI /MR 2D

BB 2. TR STEVE AR ALK A TTP DU B P99 I 4 F54E , il LDH ¥ B AT 48 &, 45
AIRE CWREERRC, M ARG & . AR AT U AT IhRE S, B RUR M AESF . Evans £3
A AES B B G A U I P A L B, T B Al AR DG 2B, {EL LA SN Il AR AE O,
coombs 1% ¥4 B T 451
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FBBE 3: BEILIhAEAG A : TTP f85 B M DhREAS I # W KBUE R , £F 46 5 (1 Pl 7= W vl A 42 2
Tt o DIC B i Sy REAS I W .57 % o

BEE4: HEAFRH TP 0P EHRE RN AR, ERHEKE T EFSNE,
FHRRRARRERT o TV R L B B T DL P 88 2 A D 2 L, PR A I L R A
WHEZRHWZR, B WA AT .

RBEES: Il VwF T3 8 O i ADAMTS13 § g 75 4 S ADAMTS13 10l 0 4 3 - i T
TTP S Wit R BURE X B . 2T TTP {6 1 K Uil 3K ADAMTS13 15 P46 5 2R AR A IR IR
i 65 FRET-VWF SO RPIRK Tk et TTP 835 ADAMTSI3 i #E Bk = (6 t<
5% ) ;f5 & PE TTP [ & ADAMTSI3 {§¥EZ 6T B AVHI Y MYE; 48 & 1 TTP % ADAMTSI3 35
Z W B2k, DIC W% ¢ EA A8

BH— PR 4R o F B WBC 7.4x10°/L, Hb 53g/L,PLT 14x10°/L,
RBC 1. 76x10”/L,Ret 9% ,4rtm o K S R ¥ , TR =ZAH . B H s i, BUN 4. Smmol/L,
Cr 94 pmol/L,UA 239 umol/L, LDH 1125U/L, TBIL 48. 3pumol/L, DBIL 9. 2pumol/L, PT 12.8
#,APTT 34 # ,TT 12.2 #,Fib 3. 1g/L,D-— R4 # & ,3P X3 (-), FHR . L2 ¥4E
BR,AY B mbE S A, TRARA LM, EEMILAS AN, BEEHZ M40 A, &
HMEZMILO A, de A F R, Coombs X (-); 8 FIikEAN ¥ MM, kM CT RILF
¥ . ADAMTSI13 &K & B A%, <10% .

(B SR LR EL R, ZBE LR A7

B BERML SN M S AR A g £  LDH &, SR R TR, DA R A R
Fa ok, B BEL R A G BR, coombs iRKE8 (- ) , S RFEAE UM B e PE I 1M .

RBEE 2. BE M/ R, B R A R, BN IR R SRR A B A5 M A a5 35 i
RERBE R , A I RF DIC;coombs i (-) , A L Evans LR A1 ; B S P % M, A 21
B B e & I i 40 Mok

Bk 3: BEMAMERGIER, BRI HE CRLE, 3k CT IEHR , A SR /M 24 3
P P9 0L

B4 S5 REGKEIEAG WRA TTP =HK1E, JF H ADAMTSI13 3544 5 Bl K, % 182

Wi TTP BR57.

TTP 2H &R

TIP 4 B W E L&D TILA
(1) B4 TIP KRR, R b EREEDEA D S AORD HEHRERS
BT RAEC AR
2 (2) S By 4 B0 B i & LB . R N 3B B R, R R AR
C mMBAPOmRAERERE LA EAE WA LR AEAEAE, B
R ERAEY.,
 (3) % ADAMTSI3 %4k B # FE1&, 45 & # TTP M & % £ 1 ADAMTSI3 #1414,
 BARERTREEY.
| (4) HEB W f0 R % 4 A4E (HUS) | 9 % b 1 4 73 % o1 (DIC) \HELLP % 4 4F . Evans 4

| BETFRERR




| _— TP 5 DIC fy£ 5
T E TTP ] DIC
R Bi4=2:3 %25
BAEHE % A LA %
R LM AR 1L JEHE X
2R AR Z W, —t R E CIE
CEili] B EE 24 BEAR—
th 1t W JEE
G ) B & I,
PT 1 APTT E# FEA
5 1M P50l 2 ¥ ] 5
Yk KLU x wH
ADAMTS13 {f P4 AL 1EH BB AR
I S LA ifn /N A vWF S 32 PESE 3 A= boE

[ [E1RE 4 ) 8 ARG ST TR

BEE N MK EBRAR R B EAAIT k. BE ADAMTSI3 B v U B I, i % &
] 2| IERFERZ , RS E0N B A0 M40 O F i /MRS B AFIE T B B ik, wiRA &K,
KB #e i 3% 2000ml , B VEFTBT B vk VR 3K , B 2 A /MO /D i 22 R GEAE IR 22 , 1 2126 1
5E , i 175 FL AR M S MKV IE % o

RBBE 2 W B R T 5 i A [ B o B JBRRR ATRE f/)AR PN BE A JR
il 1gG 7=A2 . — ML AR JEAS 1 ~2mg/ (kg + d) BOBFEKA 20me/d, B 2855 175 2 itk P22 T ol A 5
AT AR AR B R B JE 1g/dx (3 ~5) K, B/G M E e R IR B o

BB 3 SR BAFERE At AT S K B KA T AR ERIT. MEN 1g/ (kg - d),
#MS XK.

BB 4 /MR EAEA BB A S . /AR S A AT RE 2 0 EE R B o A A A
ASCHE 7™ B i s S A i A FE e

TTP a7 R

i TIPHFEXR . AAEE,EVHAARGENRREARE, TR EARKREAH L A&
 FHBBET. TIPR T EA K ESR HATEAHS(RF) L EXREREH BT,
M ERUFH LR RELIREF 2 ER, RENARRERGTEN L4 F
O REA.




TTPiaT AR

() BB HERET RAFRE AR RFEAE LR DK ERERE L EAK

| 2000ml( % 40 ~60ml/kg) & K 1 ~2 %, E EsE R EM,PLT & LDH % 4 E % , 05 7 &
FEK o A B A AT T T A M TTIP M, T 4k 97 4 R
PO, 3 IR 20 ~40ml/ (kg - d) , EBHAR P, 4B REHE, T 5 A
BIBRARA . 4R TIP B Fm % ERYEEH.

(2) SBEANH 35T : KA TTP R4 3 (6 ¥ k2 A (200me/d) sk M 3 k4 (10 ~
 15Smy/d) BRWES ~5 REREEREMN Img/ (kg + d) , FERBEREEEA . # AD-
| AMTSI3 4] 4 894 R M TIP BF TR K AR L L RIH H, B D 8 FHA P

ko BRAR Y TTP B4 7 fnf 4 CD20 3 % B 54k, 3 B 4 4K 4 5 ADAMTSI3 4
KRS LR, REHEHEA 3T5my/m’ £ 4 AL

(3) BAHERERE O RRFAIOEES EATHRERRKREALL W
1

(4) R EH T oA
(5 B R R TR KB AR (R) PR AR LR A K
- AL

(V) #rg simesm

[ 1507 5 ) A< {31l 8 25 40 It 3 545 O B2 O R R 9T W I I MR IR, i /MR T B IE
e A ST R % 30mg/d, 4920 KI5, Wil 5B PR /MR T % 2 14x10°/L, LDH FR T .
NE% % AN 23R 7

B BE TTP 2 Wi W8, JF . ADAMTS13 [ i o4 0 S80I , &2 2% JRUPRS 0 il % A A K
AHBHBES. BHEIRITHRE 20 XX S B M /MR, LDH 7+ & , B 1 55 % & TTP
HEK.

RBBE 2 IRYTARER B A 3R e R (VKR ) IR TE

RBRE 3: A ARG AR AR A K 06 5 2 4 i 2 ) fn 2 e it
JH BRPBIEERS S35 YT . — T B S B A N, 2 TR s R TTP,

B4 ABE TTP B JEE K , ML/ MK RS J5 7T 25 18N BT I/ 2 ) 4k 45
BT o T PR ] U AR Bl A A B, {ELAS B AE i /)N B vk ey S MBS
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I

I TTP H s £ , W RE, R T RE#IT, BT F 7Tk 80% ~90% ; 7 1 b i o K B ¥, 7
: C TERTHELN% ~20%. TIP RAAREAH30%, 5 BAERREXRERH 1 £ K,
| REMTIP RAVGI R n R TIP B £ Z AR . THA M PLT f ADAMTSI3 7 # &
:  BTHARLREFE, AR REREETERARLK.
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1. Crawley JT,Scully MA. Thrombotic thrombocytopenic purpura:basic pathophysiology and therapeutic strategies.
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SN A Be H At B IR P BE i PR -k Z i

— I & ik

|
|
I
|
I
|
|
|
|
|
:
B8 1, PR - VILCFVID) X (FIX ) 2 Py 0 1 O I i 42 vp A B il R T4 IR 7, 2 55 o IR v o :
ML B A A2 o 1M A9 ( hemophilia ) W2 f 38t 4% [ 2 5 Bk i B F IS X 2 FAKEBRZ 80 F
L5466 a5 v B i, PR VI IX 7 PR R Bk A T 5 S ) S P . BE I P AV =
Fr A A% A (hemophilia A HA) % 1fil P+ IX ik = F% 4y 1fil & 9% B (hemophilia B, HB) , H:r1 LA ffit ,'
KR A R H W, KY Y 85% o ILACHR I AR R TC PG A X 25 5 |
A A B 385 7R R RS, FVIA PGB AT X @R RS
(43 57E Xq28 F1 Xq27. 1) st =00 X YRS Rtk 8%, By R0, i &. |
I 7297 B RFAE PE R U A 4h &0 , A R AERI T LR S ifi, B2  FF ARG LA 1k, HH ot 4 :
SJRIER RS IR MBI, thnl BB A R W, B, 42/3 BEEAHERE
1,40 1/3 BETLRESE, R B KRR ERERE :
DA I A2 9 5 2 S B B s A 1 1 G (BB B AR T P 0 BRI 0, A
M7 95 H L R SR 1 4 A T B A B S S B MR T B IR A, BRI AR B R oA e 2
PR IR IT B G 5
£
BRIIZIER .
BHFH,4 5 BRI AT XA IR 14 5, A KRR IR S X%, &
EFHAGESANAANEZEHARRE R RAEE ATHGHRFE R bl ¥ AL F AR
R A ERE NI IRA AR E, — B TET~IS REHE , BABFETHELL;S
B )G th AN IR K AP AR B, A B SR K R R, R R R AR B TR AR, S
HRRCEF R, BA R b BT FATRE R, 5 KA, & KSR E hILERH &
HAP AR, SRS AL fF H, WBC 9. 8x10°/L, Hb 102g/L, PLT 345x10°/L; % f2.3%
3 APTT 68 #, H 4 4845 EF . BEAHH AHLEBBL AFRAL , FARERFTA LM
FEE, BT, RS G, A RMEIMI B KRR KA K S B & 4
o 3em, ER R VB A MK, HAERALFF,
[[E0RR 1 AR ks s, anfal 5 8 i & 2
BEE 1 BH AR R B A B R B R BE O R 2 2 i S5 ot 46T 1) , 2% R T
AE A SR I PR o IR PR b5 R o P 5 s 1 BB R AR 2, I e T M A1), 2 s PR 2 s L
a0 O BEE % ; @i /MR 75 QB ML E F 7% 4B RE R ; ©ZF ik iyl 5
o IR S A e At A e A AR A PR R S, b DABRAS M Bt R o R L
B 15 % 2 WF e RsE R (RZIFR) o
BRBE 2. X P AR )32 B 0 9 ) - (D MY I A R AE < 0 AR IS A | AR g
] RERE—BAUREHME; QMK IFER: RAAXBERSFR AHGHX, ERS
2 fol A (S FH 25 ) A 0K s @FERE AR E 0L s D W ok : LR B R KB R IEA T i 5= 0w
B4,
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FNE HmERR

RBEE 3 WUAIR R 5 1 I B 4 AT, B | R RS N 5 B 2 g 1l A | o /N S T
B, 17 R Lk S Y i S ) $2 S 5 B R AR O . PRI , A 5] S8 B N 2 B A A E Ll B A e
1% 5 o1 T2 B 40 %00 AR AT BB IR TRl e KL s

(a1 2] 4y B W , T A THR e 2 7

BE& A BEXT MR, — B EE LU A A B2

(1) i AR+ 2 A 2326 (3 S /MR KN RDERS) .

(2) %k i Dy RETH £x - 6145 &E ) B JFU (8] (PT) |3 £k i4 8 1 75 Bl i5f 8] ( APTT) | 47 4k 26 1 R
(Fbg) K &E if A ] (TT) o

A B E BRI G AESN e A APTT B . 5E K, 112 & 2 B 1 7)) RE 45 R AR 81 (APTT 78.3 #,
HARFRPRIEHR ) , ATk — 588 LA T KA

2. BHi2A%e  APTT J S i py U5 AN 3L ) 30 B i A i PR {8 PE A i e . 88— APTT ZE K
A L F A RS ML A 5 (FVILFIX FXI FXI) ,von Willebrand [H ¥ (vWF) it Z i 4§ 5 P 88 if. H F
MY IRAEHEEY (LA) o {H FXISRZ A LA — A 2 B0 M) , 5 mT A8 5 | i 42 7E A% o
A {51 £ 1) HH L AT APTT FE 4 4815 FXIGk 2 58 LA JEoK, 1ii T AE e T P9 JR P 8 1t B -F ( Bk F XTI
) B vWF R Z s P P T 3

FESE M7 20 A% o APTT 2K, B — 47 IE W MK 24 1F IR &) ol 30 F g i 5 7 5 &
(T3 ) A8 (& 8-5-1) o

[APTT T, iPT, PLTIE% |

TT L HEBR I 225 1 AIDIC |

EW
| APTTA| (EIR0: %4t iE ¥ M3 57 A LR AE37° CIR B2/t . EWAPTT |

APTT 1 (R4iF) IAmE‘T(&QIiEj
[BFVI, FIX, FXI, LA| | PRIBE P WA B i P T RV WS |
[FVI/FIX ., FXITE#E | [WFVI, FIX. FXI, FXI. vWF|

[Bethesdabi kM | [INBEIEEAPTTBAIE|  [FWIZREEMATHZ ]

[P IS | (R |
B 8-5-1 APTT ZEKMIZHHIEE

(1) APTT IE# M3 IE (IR A) b5 B MR FIEFRE MK 1: 15FRIE S5, MA7E
37°CHEH 2 /NS K APTT, 25 B 200 2 /hNisk APTT XJRESE 2 IE, 278 A7 SE il A F 6k = 5 45
APTT ARELIE , W $2 735 4 400 ) 0 i) 77 72, Forh LA ZERP 20 2 /Nt AN B9 4 IE , 4 57 400 il
(hn FVI 614 ) 38 W 2 BRZ 2 1E , 10 2 /N A RES IE

(2) ¥ il PR B 400 ) P D0 - S A 5 i PR R 2 I, 7 A 0 O 1ft PR AKOF 5 A SR
PBEA 4o 5 P 8 1. IR 3 il 0 47 AE , W1 FH Bethesda J B #EATI %€ o by G AT LA BH i 58 2 2 {a] Fh
I A FERZ, AR B A A SRR TER R (MH) o



#AE wnpgs ()

|

SRR .

REEFRNBERTTAARRERS BRI T :

1. fF#+hip k5% WBC7.8x10°/L,Hb 100g/L,PLT 236x10° /L, fo /) #adk &5 [

HAEEER, |

2. Beewa R (HFAAEFEE) PT11.9 #(10.4 ~ 12.6 #), APTT 78.3 #7 |

(22.7~31.8 #) ,Fbg 2. 64g/L(1.8 ~3.5g/L) , TT 19. 5 #(14.0 ~21.0 #7) , :

3. APTT 2| sE4X3: APTT( Br#|)30.1 #;APTT(2 J>af)31.3 £, I

4. FWI: C 0. 6% ( i£% 72 B 50% ~150% ) ,FVll4% %) 4% OBU, !

5. MFkE KM E S L HRME R, X4 23.0omx7. 3em, R |

3. 6cm, #E 4k & 2. Tem, |

(58 3) AT BB N7 T S i 2 517 |

BB 1 : MR A 4 th B 1 2 S KB % 5 A B 4 Il R I RS APTT ZEC .

FVIL: CHEHERRAIC 0. 6% ) FVIL A1t o LA 32057 i A A |

BEE2: BRINAHT A S, 1T 5 AT A I B T FVIE PR B 5 4 3 |

(1) (L BFHEMARE (VWD) :vWD R—FhH G o il th i #EBA . vW T GWE) FEm¥K

i Rz — A FVLE AR, Meh TR VWF B2 3R vWF 5 IS A MGLE R AT, TS |

BT VI F AT, I PV : C IEHERRAR, APTT S 53 5 L5075 A Wifi. WD £ |

S, B TR , B4R A ) R BB 0 6, L K BRATHE R A

S /RSB L 3 VW HURCR (30 W HEBE SR . RIS VW HUROR () |
ST VWE 2RI HT (47 2% 1 2 5 R M 1) 7T 5 1 A5 A %91 5
(2) BRAHHEM AR ACAHA) : FA6HEAESE SN RE TE % 198 (I ARG B ) B Rk
RIRI R , 7= A0 I P VI P T 3 A f — FBE I G B HE SR . AHA B T HI4E IS 2
YK 65 % (290 %) B LM KA. 5L AHA FURERBHA B SHRBErEsons BHEIR 5o

BRI i TR SR T2 BB A R I R TR RS SE

7 S0% RV HTRI RO PRI IRt T LR BRI F 5 S EBA 1 1 2 He B AHA

b 0 4 COME 0 DA G 8 P2 T 1 (BRABE) o I BB (>85% M) ; QBECE WA ¥ |

B s @M EEFE R B R 10, SRR G % 2 s @2 ALt L, 4002 B W BE LA ity |

L LR A B B £ L SRR i, LB LB A B R A R

FeE I A P (R AT 45 L. AHA BT BT S R 2, HA S 0 F - DAPTT |

FEK , LAY IE #1341 1E ; @FVIL: C 5 HE A ; @ Bethesda 77 3 AT K0 B FVIL A |

B 3: KT MRS (5 8-5-1) . EER IE 1AL # 3 4 (ISTH) B B A AR % |

L3R5 L P (FVILSRIX ) K PR LA (A 5% B) 4 TR R AR, K S BB |

th 1 5 5 HEOBE I PR T ) ML AP S (ELULAT 10% 38 051 . AR BIEB FVIC0.6% & |

FREE M AR A |
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|

|

|

|

|

|

|

|

|

#8511 MABTERES ISTH 55

FEERRE BE i P FIEE (% IEH) th i & A N
HAY <1 5 A R, 2 0T 59 UL IR | B IR RIS
PR 1-~5 B B Atk 2080 s F A G ™ E i

L 5 ~40 FIE R M, FAR KRR il
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(©) #nz wmiessms

(10 4 ) it A Xof A8 2 22 3 FROR 48 i 5 7

BRI A S I A RT REAS B R A o Bt L o AL TR R T A
A EH L S OB S £ A, |7 T M K L, X SR IR T A B BAE , A RETR B R AL B,
A] i AR AE T

RBEE 2 MM AR SR — TR SRR AR AN, th TR A A, T 3 AR — 248 P I A AE 1Y
S PSR AR TS R . WL R M A AE A I 3 R L L Y A
AR SRV W T 135 3l A LA S iy A g A A 98 45

()RR 5 ] % i A9 A 2 el B AT IR YT 7

RBEE 1 — R it < B S S A B A T 57 5l S UL A T S 45 5 T 1 Il T
A B IO FH 5 ] ) DS b S 2 it /MR D BRI 2580

BB 2 il PR BT RRR HRTIAST AR ) 3 B B, W) 43 R IR YT AN
BtEIaYr AT o R TR SR e I A 1 I 25 i PR A ok ot T 95 77 4 36 A A R A ML
b e S PR 1, BT A A R A

1. 5]

(1) I ACH A< S i 5 ST S UK VR L 3K (FFP) (R ULIEW BT & FVIAR BEBLAIR, RAE K FVIv
A OL T G o R SE 2 R O AR R VI 45 77 ik R EE 2 F VI

(2) A B: E 25 g m B RE AP (PCC, EARF I ILIX,X) REHR T FIX.
GnJo LA B 25k, tunT AR R FFP. 558k, — S S U B 4K ) 1 308E 1L PR 7 ( Long acting FVII/IX) 2
23t A MU A , X487 i A7 BN A BIA] il AR, O j 3 SR (A B B IR 7 14

2. SR BT A R R U PR L b Y 2 A R T A LK P A S
B ARAG JE 0 b 1fi SRR s 64 R 36 K F

(1) iAW A: i FhilE 1U/kg (R FVITRESSAE 1 3% FVIL: C 3% 4 7 & K £50. 02U/ ml
(2% ) , ki FVIHeE i (U)= 0. Sx(FVI: C BARAKF - & LMl FVI: C KF) % xkg
R, 1 F FVILAGE 310 8 ~ 12 /et , AT LA Q8h ~ Q12h #4524,

(2) A B: I FIX 53 5 (A BUK, 1U/kg (R FIX W45 4 (U RE B 42 Tt FIX il 3% 5 14 24
0.01U/ml(1% ) , Ttk FIX¥ 4 ¥ i (U) = (FIX B ARAKF-B#F W il 3 FIXKF) % xkg &
i T FIXA9EREMh 18 ~30 /i, w] DU R — IR &5 25 . B 36 77 i 77) 42 i st BRIBCR T £
FROL JEE A ST ARBGVE ] 3R 8-5-2 FH T A [R] R AL i 2 T A i A Bk B A K ok
-, R 2570 BT R R AR ok .

#8562 WENAHAFZE

A C WFERGSPXERES)
RN TR 30 ~50
8 1 38 000 PR A B B 50
ILp 60 ~80
fie e A i ) HH s K AR 100
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|
' A B8 3 1 3% FVIL: C 7KF0. 6% 1K TE 45kg,5 AT H A I JCHE UL H i A1 mT B84 G
: i, iz i FVITAS 7] 3 K292 1500U ,Q12h , #2488 1k ifi oy 2 o fek Wz g B8 ) #E 3 K JE nl % 18
| JRERE( 29 800U \Q12h) 4EFF 3 ~5 K HERM .
: BE& 3 HBhRTT B T HFEAIEIT A, X i A SR A A B IR YT N 45 T E A .
| 1. RICE Ji& RICE & Rest . Ice,Compression , Elevation f{] B o7} 41 i, 45 K8 .18/ 1K

196
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L
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5 A v B BT R i, R A A ST AL A i A — 2 S Al B TR i, — RE 1
JE i 24 /NEF I . VKEBRARYR 20 238, 45 3 ~4 NI —IR . — RS SRABIX I A g BB AT O
VR, AELAE S AR Y I R P T B MR e S 4 4 st ) DA I L R B2 A A Ak 1 O o R
FERRY T T

2. BERRME (TSR a5 300 5T K RS A 2, A< B I T0 R I 45 3 ) 1
B AT DUEBIER . W AR JEA 1mg/ (kg - d) 4 ~5 K,

3. DDAVP(1-KEHE-8-DEEMRMER) X BERIM AR A BEA . DDAVP @ #
Al R A I A A B FVI: C KR T3 ~4 5,35 30% A A8 EE . PEEHE —RRD G
3 1 i /K. 523 57 A DDAVP B, 6] # 47 “ DDAVP 3k % ( DDAVP Challenge ) ” iz 56 L 31 b H %f
DDAVP () iz Wi ¥ , BIFES /G 19 1 /NS F1 4 /et 460 FVIL: C 1 vWF 7K, DDAVP /] LA## K | B2
T S E KO FH N 8 R AR R 0. 3pg/ke ¥ T SOml AR BRELR K AP HfETE 30 1R LA L
JOL PGS 8t R, 25 E SOkg AR LRI A 150ng/ M8 ; (K S0kg A2 LA 35,300 g/ M5 (150pg/ M5,
FALE 1K) . DDAVP s KRN i BLEERRIK 45 25 )5 30 434 LA K WE 8 )5 60 438 , ¥ Rl R 22 ]
B, —BAZGAED 3 X, BIfERRMESE ., A AL R R0 3 3 AR R 55
DDAVP &4 LA FRAE A A 5 BB ILAE B A3 9 RUR: , L HAE R A L A fi S | &
T B AV A I %) & A, WT BR R A AR, R SF B T v an A B ER K .

4. PIAFEZY HRZWA 6-E A C BR (EACA) FIZ H FRER, XoF 1 0 F | 5 Fis 55 35 o2 B AR
i i 1k i OREST . AR F MR

5. IbEZSY) AR AR R DEARAN ZHEE AR R 25 (NSAID ) |, N 2838 A 05| 6 3 | i 4
RS, (HXS ZMERSEM & 4 1) 5 AL BE A AT BE PR PR S -2 (COX-2 ) #ak) 70) , %o il A2 5 S8 3 7T i B
HEE,

6. VIERYT MBRE B T (R UL PR I A O R L A R A T i 4E R R SR LA
TR AR BCEXR TGRS . (E7F 2l %l FIl Y B R I A 36 7 i 58 i o £

RBRE 4 FFX A B IR IE AL B A

L AP KA 4L 2R

(1) XS AR B, 7% R FAR 8 259 (e 25 W alscat R 61 3% ) k47

(2) *FE BT Bl ERG i £B A, AT HEA T BT S Th RE R AL I 45

(3) MEAXRVERE WEEE, WEBEFRIGT TR ERBEAER,

2. HBITHAZAEAALER % il PR 4 0 = A R AR T R Y I R A
UM A A BE P RAEFAK 25% ~30% ,HEF A BEERNREETURNER. HRERTE
DA A 2040 A 6 i R P S P A, B A B B A ) R o R M I 7 4 6 1 A
FANHEI P BIFEAE , N S gk AT 40 ) 4 58 B AG I ( Bethesda 35 ) o #E Ifil BRI 41 i 42 f Ak B 3= B2 A0 48
ISy T D% S A . - E R S i, P LA R 1 AR R S s E 4 i Ak FVI(rVa)
S5 58 Bt i 0 O OB I 1 9 5 iz 1A B - B A TE T IS PR FRARIM B MK T, EE A R % i
S (ITT) fd FH e e 40 i ) At CD20 H i R fA

(1603 6 ] 1fi A3 A BRARIA YT B A BLR ] 2

I A2 975 B R — Ff T 5 6 A B L R VR TT , 4 R A BB B AR FE W A TE 20, H AT
IR YT B S N TE 4R 8 AR A AR TS T R D I RE R A

BB 1. M AR H 0 (HTC) (HTC 38 & DA R E A= EM S Bk BEA 34 o0
PR KRR N AR 22 BT B, 7T oA 58 3 R 0t [ Bl A7 PR RE I ER B R yT A, B
EEHNBEEEELBAE R HIC,

M — == s e e e e e e e oo oo

oo
(gl}
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R 2 WP YEIGST - B E SRt i T R il R, OB A Y A A R T B S I

I RAE Y TR A A R, T SR A EE B ( WFH) 3R 0 A= 41 40 ( WHO ) ¥ #E7E T B ¥4 77 1F
Shy SR 1l A R R IR AETR YT s . MR R I AG B AG, BB 16T AT 43 LA R LA QO i By 3
I7 AEAR T Al H LA = & A 22 SR T B — AR R S, A A R B ST % Y TR A
97« BIE— Bt 6] P9 (BRI ZE 80 ) TRl T S i PR , 7 LI B 56 15 0 S MR 3 sk 4
Wiz g ) 45 ; A AT - B AR B FETIZ LA J5 BIIF 461 AT B , LADRIEBE T 1E 3 A A filt
A o IRIATEH X A3 AR P ( primary prophylaxis ) F1 YK 4% 1 Bij ( secondary prophylaxis ) B !,
B R ARTE AR 58 W L) 5 F IR AR BB IR T 8 % R e L2 e e, EEH MR
W7 L 2K S I P S T Y A, UK R T B R 4 E O T B il % AR S T IR RO B
RIT .

AR ERER

L AR AFIRZ) o B(FX&Z) B T X R EREHBEREERR, L ARK
ABRATRL A E8% B REAMERKE, FRAR . XEABFH.

2. mAMBERSE BEHFAF<I2BRER 1% ~5% B+ 5% ~40% BEA

3. mARMABEREAL EHAR REXV . MAHL, 4G FRAEHD
2

4. ZREHFR ¥ APTTEK HER1:IE¥ XA E, FU(RAR A) R FX
(i K B) & & B K.

5 BmEFHERTERLAMEERTFR, TAANEFTRAMTAH KRBT .

. H{thFe XK R-¥ §R =i
B ik H LA A A B S, HCARE N T tu AT A SER R Z , I AR 1R (F 1) 5

MEEFE(FT) FV FVI.FX FXI FXI FXIEZ i 26 i 5 = JE A9 8 4% B0 LI R e B, 5
B AT W7 8-5-3, AR WIS W Bk — e A B A F & & (FXIZ et ) . s
P 1M PR ik = AE IO TR YT AN ] 2%k 8-5-4

#8563 EHEtPRNEXRMBRMNEFRZE

BEET  APERN e maEE ERRRE
AREEAR 2-4 K AR 2 AD % ~ & PT APTT TT BT
Vg 1 5 cF S AR 5% ~ i PT APTT
FV 36 /vt AR i PT APTT BT
FVI 3 ~6 /it AR B ~WE Py
FX 40 /et AR 2 ~HE PT APTT
FXI 80 /it AR % ~ i APTT
FXI 50 ~70 /B AR = AD ¥ APTT
FAlI 9 K AR o~ Tl %

TE AR W A AR RS AD W R Gk B PEd % s PT - SE (B IR (8] s APTT . 3% {05 1 1 Al 5 18] ; TT - 5% 1f B 6 6]

BT : t] it i [6]



/g sinwes ()

= 8-5-4 EAth/ R EXMERMEFRZAENST

Rz AT I , Ik EAR K
HHEFEAR FAEEA R RULYE FFP >lg/L
&E 1M A5 R FFP . PCC 20% ~40%
FV FFP 20% ~25%
FVI rF Vlla ,PCC . FFP 15% ~20%
FX PCC FFP 10% ~15%
FXI FFP . rF Vla FXIH 454 30% ~40%
FXI EFiRIT
FXI ¥ UUNE  FFP FXIHR 454 2% ~5%

" HUET VR 254 ] T K 2 O i (X T R Z AE
(EFHX)

SE R

1. Srivastava A ,Brewer AK, Mauser-Bunschoten EP, et al. Guidelines for the management of hemophilia. Haemo-
philia,2013,19 ;el -e47.

2. pEEEEL MRS 2 MAORPMEL. AR I2HT 58T E % ZILA. PR ,2013,34(5)
461-463.

3. Kitchens CS,Kessler CM, Konkle BA. Hemorrhagic Processes. Consultative Hemostasis and Thrombosis. 3rd ed.

Philadelphia: ELSVIER SAUNDERS,2013:45-89.
ST oREePE i A P EE

YR A i %% P9 #E 1 ( disseminated intravascular coagulation , DIC) [ 55— 151 Iifs B %% 1 7€ 19 ik
LLRRBHRGE , X R EE M R BELRE A T & Fh B . 3EBR b, DIC A& —/ 0 7 A9 59 , T
SR 2PN L B R b Y o (R R T, G 32 SRRSO A P E R IR R e R
FARKIMGSF . DIC 2, i T ML A WAE , ZERAEA 2B UL , = 3Bl /i B i
FREGIHFE, G RBIGAE RS, 52 S i L) R IEFF 3% . DIC il KRR B I &
9 ) il 22 545K, {HL DIC g ¥ A B B DG I RER I A - B R PR U Il , A 5 I IR s i
PR v SR TRAE 21 2238 , 22 & M 9 S A8 A8 FE R BMUt B R PR Il . DIC L6204 7 BERE P 455 i
IREI AL B = KA A GV th IE#IZ I,

DIC 225 17§ DX s , 32 Jee a0 33 , AN (SO s TG 9 7™ 3 0 R A , i HL & 28 4% B D RERR A5 25 &
fiE(MODS) iy T2 R MHA T . [H 4% F 48 DIC F E =& JE T B K i ( death is coming) ()£
AT

DIC YENX

. ERE@#5E@E R4 (ISTH)2001 4 A4 DIC & X :“DIC &4 7T F 5 B § 3R #
 RETHAUME AR AFEN —F ARG FAE, ERT ML FhRERTH, X
 TRRMAEERRY, FERG TSRS B EARRE. EXER . ORLFHRE
| DIC & 4 %ty fr;@DIC A4 AERM N — N FAEHH,DIC LK% 54 BEH#
I HOLETETY-Y Y ERETEPESL LYY PLITS S S s - FE:
| DIC ty b EAH.
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& R 7% Bl
B, A 21 % EREBHELK6 X, 5HE 10 24N,
[(E0F 1) i@ FakRe s, 8 T RE A IS T A R L 7
BEE: BENERBY, SRR, VSRR, SR TS T S e 1, H

BEREEE, REMAE? K7 BT REYE K, TRA HEBR B b 8 14 5 B b 22 R GE 508 1Y
AIRE, U, (932 H i £ 22 S8R At IS i BR B (BOW AT R A Z 0 AR S A R &4
RBLBE) FA it EBAER B R CREHR BB, B ) PERERE R R % SUR A
7 B BCR AT | B A o 45 ) AL T

Bk 2: MENBEZIS AL, B o BUR e A dr (R AE V52, S W i 2 i A AE , 5] i gk

— B IR, AT, B2

= 218 g
6 RAT, B4R AFRABH KL BTAFZERE, EHAMKE, L B@E 0l
HERtAER, RAREM ALLEE HFAK KRBRFHA39.6C, ARERK, BHS
AR RIE A2 A K R 38.0 ~39.0C, 10 24P 3T, R R BG4, 24 hA T, A
# RBek EELHT., RABLFARFTZAHEF, SoRPH(LAFRHE), AAL
Wk R REM, RAAR, R M E, RESKREE, LEAGEEER,
[ 1613 2] Ky AL iy , T A TP LA A 2
FBRE 1. SE L RS R, B A R TR R , A VGRS &, TS PRI, AR A R R TS

AR A, IO AR G 2 e T A T R0 38 I S A A AR, AR (A AIE B s BRAE 55

B2 M LREFREMTRERE TRSWREE . M BEM I8, 5 DI 6E | b i

I, MU 55 0 — 2 WY A B A A TR L 5 A A+ DK (S 5 51 L % 57 56 4G 7 T ol SR g
JF I ERRAR S, T R S A5 A AE 4% S 9 78 LA B 28 R ASE A 3R J2 Vi [ 5 3 Bk i <4 A 5, AE A
1 o

BN ESER

44 :T 36.9C ,R 12 /% ,P 140 /% ,BP 80/40mmHg., K 5 iR4h, Fikst &, A
WALFAFE, AARMRK, v BTG, £ H KBS, L HF, X LBAMIT T LKE
Hb s RARCERNK, AFET, R, MA R, 0 o RiE 3 — 5, AT
B 2EE, WS RET S, ARAARL T BRFEF, CRAK,E 140 R/ 5,5 F
BB AF ARAALEPEMBEL T, MATR LER, RARA Gk, MW TR
B BEHRPHERT MEE8 A/ 5. XTHRAKM., FI(-), mEIEAME,

fo % #: WBC 12.4x10°/L;N 82.9% ,L 15.4% ,Hb 102g/L;PLT 45x10°/L; X 4& % #L:
Fado FE M, & %8 B2 (+); CPR 106mg/L, ESR 27mm/min; #F % f&: TB 38. 9pumol/L,
DB 8. 1 umol/L,ALT 113U/L,AST 514U/L,ALP 408U/L, 7k %& & 29. O0g/L; £ 3% % 8 52U/L;
' %€ . BUN 9. 75Smmol/L, Cr 126. 6jumol/L; & ## /i : s2.44 130mmol/L, 42 47 7. 6mmol/L; AL
B4 %85 2126U/L, LDH 2011U/L; % d2 =5 . PT 19. 1 #( £ 44 11.0 ~16.0 #) ,APTT 61 #
(EF128~43.5#),INR 1.64; 3 . FLPHUAFRAEAK; R LI (KRER):
pH 7. 44 ,Pa0,70mmHg, PaCO, 40mmHg, B #8 . Ff A2 i ik A 3% , BLEE V0%,

[ 1578 3 ] i B & WP 2 W Fit— 2 4b B
BB BRI AT P ERAKALGTRA O/ E L E A0S, ok 40 H i

1213 R BEFRAR, i /MR P ; @ CRP (ESR 3498 8 757 s O KM % M- B P A%, R4 (+)
@i B 5% - 5 22 BAYEAT B AR OFF B DhRE 3240, s A BA S 53, o 400 ML E , JULFRR D8 5 L IR e



gaE wnuss ()

ARG BT @B F PTAPTT B ; @3h ki S50 FEFRAI, B0 T RUNPIR 5638, 45 M :
A S A AR AR S5 R, LA VA R PR B T (CRP S B LA R L G RS LR ER
LR RPAVERTE |9 22 B VA 3 0 412 T BT, - LA PR S A TE SR , neCil i DU |
RVEDIREA S TN RE R 55 o PR Ve 5 BE AT B O AR ISVS BUUE 0 i B AN A2 , 7R AT BN R :
TR RSP T [
RBE 2 A I PRI AL 56 2 Ar 45 5L i A B0 RB 76 4 A I 2 A 2 AR PR AR T :
fRRE , BB HLA 22 R BEBR S ML A5, Bl Bk S 0 R R AR (A AE T BU IR IR 808, A B & A5 1l MR R |
M /REAT#E R B (ShBe i 3 AR 7R = R IIEH ) ,PT APTT H <, M8 VLBR A R LM |
R4 0 Bt , R W REARfE /MRS FEF A B 5 . L5 LR XS R R MR e e & :
firRE R BN, It 8 A T SR ) S AR , DIC X Fh/E AR R R 5 R A ISR A AE R IR S
H—E ANREZ WS I R AE . X X4 B, B2 A I R SRR B, L EHE e :
KPP (APTT+PT FE (L /MRFEFTHE T RE) , DIC 1207 8 B 11 5 |
BRES: HAAMARERN, L FURRESR, ZEKRAE K0 T AR &, & |

Y EHRREELIRIT . FABEERELS R, K0 E DIC £, Wi 5 A48 1k , % 11 W02 5% 15 25 :
. DIC 1 4bFRFE it B 56 NEZ R IR TT SERE AR , WHZ R B BUR PURBIAIT A TREES
FAE e B 7 PG w At T 84 ) 1. Og i Bk i, 45 8 /b Bt — Ko R 45 F 12 1 0008 7 % il A I 5 :
fte FEZME 10ml A A BEER 7K 250ml ¥ ki T , B8 DUIE A ML/ 1 L A TR T
JFRBLEEIRTT - :
m - - e T e e :
| DIC fylla k=M s
DICHHIE KAXRNERLRAEMEFRA,EDIC HELEBMXAIERKIAN : 3]
£

ig

I

:
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Lofie HAAERE SREEN, BETREAL, 5 LT Rk BH 4o
C RFRBA AN K AR, S EH TR AN

L 2 RAAMERES A dMAHERRE TR CHOLAE H AREEE
| HRFA,RANRKES DR FRER RYABERESE., AEBRS B BEF
- R, FEMKER DIC K ~E. FE T RAEK,

L3 M ERE TRAERE R E SN, R B D B
| A EARG. THTRSBEROERES KN BT RERERR LA E S E L, TR
AN AEENKE FRER ERER AAFEREREE,

| 4 WmEREED RAXBARAM, R LKL 0BT R, B LEK A
OB,
S RRFHIE K&

(B 4] BEESHRETHER DIC H g BEHLH anfT 7 BRYLPE DIC A7 MR 277

BE&1: AFRBAHY DIC K HLl AR , H—BoA N R AE B R 4522 PR R
VUEDUAR &9 M E SRR FBORERAERT , S0E LA S 2/ B 0 40 i 7 1 7 B 40 i 45 3%
BRI F (TF) | J5 3h S0 IR BE M 5 ; 5 2% 1 % I 38035 {5 45 44 oA b 88 5 7 4 it € 1f A6
(AT) & H C XAEH S THFE, Bl A= Py A A mss ; £F i E vh i S A R 7 (e R A
T LR AT AL R TR ) B 3 5 5 B i D RS, BRE I Al HE T R, M TR E T 4 1L
AN ATE R IZ AR . 55 LRI, B A A AR R BRI P (R A e R
AML/NGR , FFEITE ST HE B IR % R G, SR 4K e PE AT 4 3 1 W A T2, AT 38032 1 o, 0
BB AR L 25— R I I PRR B
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@ ®

B S LA S
“TARB H —ARBHEIMBE %,
AANBRAESATAD R, AR INR, XEAL AL ETRE(NERE)
ORI, Bk AR BRI KRR AR, W R R IR E R DR MR,
BB AR NS AR M3 B F(PE3) QM FV(FVa % FXa #
 EF):O#E FI(FWla % FiXa 9 B F) : @7 8l 5 % i 88 JF 7 4 4 4 T 0% FXI
(P A ARETRBSNERBRES). ARSI REN" AZRBLRALERD
B UEREANBREE(ES6),

T
FXla
o ke = = gl
FXI FXla
FVI FVlla
——— B ifi /R
FX—YX—>FXa FX FXa
;Xe AL
¥ A > ¥ 1 il BT /MR
. ————— Y>> 16

S?ﬁﬁﬂlﬁ—L) G

E 8-6-1 MAMBEMENERXE
TF:ALHAFFV B R TV ; FVIL: S i B -5 VI FVIL: % 1 B VI F X 8 i 5
X s FXI - i &+ XT

B 2: 5FR4E DIC EERMBR L, JLT 8 Kk RAR, oA DUBR B B i o 3 L
YRR A g T T R R R, 24 DIC &% BB 80% LA b, Yk DIC {1 fLi
A IR — ARG B A 2 1 B DIC MR S I AGE R . IEH LT, Bl 1 & aT
T RRAE , AR E X PR T4 0 O B A S T, S SO RS T ad 3 ™ B AN Wl RE B el T
HAR TR P/ B W M7 A i 40 B R, 46 1 a8 PA B, DA T {88 Bl B 4 R ) R 4 T
RESZ F40 il SRR

FERYLE DIC i 2w HL o, AR B AIE R TR EGE R T 2R EREIMEM. NE
FAIH5 M P B4, 51 TF Rk MR o8 n, JRsh i iRdEBEm R S8 . P93 338 T 42 Bk /)
PR R Gk, 53 5h, s JRAA T DL 2 AF PR T R 4% B S BE M R GEAE A, BB SR SE R 7 L afn /s
AE AL F L1 FEAE PUARER AR ™ # \TL-6 IL-8 5395 54k A, AT ol 5 i 48 P4 32 il A
TR, SBUAR e S 245 B Dh RETEME (MOF) o A 45l £ 35 3t oy B 17 0 o A s A6 - 2 e e 14 1
REH .




gag wness ()

R dE i

HESR e

DIC 4 &4 327 :PT 19. 8 #( 2814 11.0 ~16.0 #7) ,APTT 81 £ ( *} B4 28 ~43.5

#7) ,Fbg 1. 544g/L( 3 FAf 2.0 ~4. 0g/L) ,D-= R4 1. 98mg/L( *f B4 <0.5mg/L) . A &

Ao AR T WBC 1. 7x10°/L,Hb 58g/L,PLT 25x10°/L, = A ¥ 5 470 2 F s fo it do (444 ) ; 5

&I Hhedt = & & BT o i3 474 B AL (ALT 132U/L, AST 780U/L, & & & 16.8g/L) , WLBK it 85
T5U/L #—F 7+,

(1B 5] anfafai sz DIC fyi2 7

BB 1: DIC UAFAERERESN , 45 & I KR R ML A4 fEtH E#2Hi. BT
DIC J&—™ 5 2 A 3l 25 i 5 B AR AL B2 , AN BB QUK 5 B — A9 SE 30 S R U 545 & — IRk A 45 21
TR 858 , EET B SE 48 2 DIC vl fE, B4 & LR ER AL G - r iz Kl A 6B 1E th iE
W2 Wi, DIC i3 50 %8 K 2 0 435 M5 A~ J7 1 - — 2 S e ik i 2 B8 A 22 4k, 4 € i 6 I e )
( PT) & Ak iR 43 € i Bl 5 B Asf (8] ( APTT ) sl afit /A 31580, 53¢ 245 B T 5 e 6 . PR 7 904 AE 2
FEREACFR L, — R RGAIEAL, HAT th £ 46 5 O M =1 (A D-— 34K Sk 1A .
t FICE N 2L 34545 7T AE W 242 &5 DIC 2 Wi, H A [ br i 42 0 1k ifn bl 2> (1STH)
{fi Fl DIC {14 & 45, ISTH #4 DIC 43 H# A BB, @4 DIC (overt DIC) F13E & 4 DIC ( non-
overt DIC) @ & AR MRS REHT LW . MO RERE T REZHFENIAT, BAHBIEE
FFREMHRE .

B2 GABEARARLRERA, \TMHFHI2W N DIC, B E 7R M ZERE PR ,
HAG 22 R i A0 1) S 5 P D 100 TR P R s U b S B 3 oy 144 iy PR SR B, S 0 8 4G A 7
ML/ THE R R i 3 2T 4 2 1 R T PR S AR U, B R DIC A2 AR SE . IR
AL W7 A - ORI Y s H 22 B HEAF B il ; @DIC,

& DIC A9i2 B tR A

DIC % Wi #R 53T 7 % (% )\ B A E it 5 1k %R 29,2001 £, FERAR),
I H#HE5F3IRDIC £aKH, wRL SHBH FEEH ADFRRAGE,
| 2 ATFHABERAN L RER: OFERE LS o6 ;OF B A JE L A B 06
| FERRAE DS R MM R EER KE: ) S kB E Mk IR
NI TRV ET NN 232133 HOR-3ohE &
3. LREREHATARE(ARAUTZHAU ER¥):

(1) M/~ <100x10°/L 2 & # 4T T ¥,

(2) M¥H%EERE4E<L Sy/L K ZHTHTH, £>4.0g/L,

(3) 3P X5 5 f13% FDP>20mg/L % D-Z Rtk A F AR (H ).

(4) BhmEnE(PT) FEREK 3 U EREHAM KL, R APTT £ 10 #
Mk, -

(5) BBREMAEHEH, T4 EA ATFVI: C DL RSt 4 % it /MR L2 F A7
3840 9 %« it % 4F ¥ B JR (PLG ) <300mg/L; 4% tn B ( AT) 7 1 /N F 60% 5 & &1 C(PC) 7
CMEREAE; % A E-1(ET-1) 4 A T Spg/ml 3% 86 4 & & (TM) 3 5 th O o o6
BB 1+2(F142) O LB 4 B A6 4 (TAT) 3 4 4 & & bk (FPA) AT 3 7 5 o 3K 77 3%
 BSREEEEL A (SPMC) 4B B K R - R B B4 4 (PIC) AP
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3
£

E R4k mF 2 (1STH) $IZE/ DIC 2B R R4t

2 DIC it 2 W %

| L RGFfh BEAESERDIC RFHLNBERR. 48 Ol =883
R DA (S R, AR, e E) DB E R (MK
NOEFT FIESY -3 AR T RT3 INOLE S YNES T W F L PP
© % 5 % (K fo % 55 fk J8 , kasabach-Merritt 55 & 1E) ; O EF H# F B ;@  EF HFR &
EICE T TR TR T TN

EHEE AT, HENE TREF ;LN FEATRESR.

2. AT AT B R AR W (04 AR T B O B, R RRE, T
MAEEEBh RFEELREEN).

3. BABMRBLER  f/MRH R (>100=0,<100=1,<50=2) ; 44 FE LM £ H &
(BED-—RE/ G REERBE N/ THESSEESK) (R =0, P EHm=2,8
i An=3) M R K (<3 B =0,>3 <6 H=1,>6 H=2)F4EHERE
(>1.0g/L=0,<1.0g/L=1),

4 53" F b by &L B

5. BRHE WBRHSS,HLRA DIC;EXELML. WFLH<S, BTEHLE DIC,
£E1-2 RELARS.

BRA RGBS AN F BB B85 4TI R B (B 5, 5 i R B
W, ARE EERE, FREEA AR ) 1t DIC #473F 4. %77 & DIC oy # 7 % /i
ERAERL R EMAR,

i : 4k B ¥ DIC % BiAR B 78 A3t 2 AR 8 2t T4 8 4% DIC H A 5 ¥ W % T 4
 #mY,

BRI RME

ERBAER R AGABE BT AR EMRA SRR, ST A
4000U & FizM4iskis 77 , B B i de AR 1 Ay #7 8 o 3 400ml & 43 iz 8U 4 i, &
HhE dBAafe B THEAEFLE 28 FLLMBELRL, REBBILT R FEKA
B, Yk, ok, BADIC 2E4FRF PT23.7 # (3B 11.0~16.0 #) ,APTT 80.3
A (*HH8AA 28 ~43.5 #7) ,Fbg 1. 35g/L( #F 44 2.0 ~4. 0g/L) ,56 g/ ml ( 24 & AA Spg/ml) .
A fEMITTF:WBC 1. 61x10°/L,Hb 52g/L,PLT 21x10°/L, 4k 4 % T fo s $i Fo 5t fo B F
BiiE, Ry EBARSTERE. 2 X6, EF XA HE & o (0 fR) IR S 24T
R, RIS BEHRRED, RERT,

[ B 6 ) 4nfaT ik ¥y DIC?

BR&: DIC AT RN BT e it AR Bk, ZEE EFLRITE: O4d
SR LR I 2 B L I PR PR S A i SRS BOE R ) s @ K BR A DIC [ BERE SR 115
(PR G ) 5 B b I B P B i 3 72 ( FF R DU B ) s @WK B2 1E 8 Ml />R 0 i, 3% € ifi PR 7K F (&b 58
i /R FIEE L E ) s @XFE FI S RFARIT . HoA BRI TR 2 1k DIC 5 3 7 B O B8 A 1
it o I RS e B, L5 18] R I 2 R 4% i ) DIC J8 3, HRIT 4 5 KA 9T 4%, #H = , DIC Jik
iR R T LA R BREOHE LA 25 BR &, DIC (93RYr B T 5 Tl Bl & . EAERYI%E LM DIC
B, ok EERS T AU RS DUAE RN E R R R &, S50 A2 W R ¢



/g wnwss ()

Brgs” IR, SR R O R E . xR E RIS C & &4 T EGE DIC SEAK
SRR IREA &, RE ST T BWRIAST , (B 1 2k R AR PR , o & A= 5 i it S 4 B Sh RE
W R TR

DIC wyigfr

DIC 8y % B 347 # i : Dk B B Q7R # T ; QB R A ;@R MA T

Lo EMER R R E AR A RIS S T B A
BAME S o %0k DIC 38 32 By B 4 X SR AR A 07 6

2. figkiEy EWERMELEBEODREEN EREOD-FETFH. FPHDICHELE, —
Ak, DIC B F 67 A B A AR N RT, 5RO EFHARS#4T. KL
BRAMGREH LR, EEAE SRR ERKLTERE.

(1) 8% %

1) ¥ AT % — MM 12 500U/d, 4 6 /Bt LB T 48 3 2500U, # o & T4t
RiER kTR, —REH3~5 R,

C2) AT RATE A K 3000 ~ 5000U/d, K T A, A Bk T R, — Ak

1 3~5 XK,

| (2) % RiE:ODIC 7 (HEM) ; Qi ML R B F 2 HATH T, B ¥ E
RA(WBE TR Y L2 B @M AR EEN AT o B, 4 R
wEFHRTEA:@BARLREE, RERAET A ES,

| (3) 2RE:QOFAFRRGUTAL BT L QUEHH P E W% M s

. @®EFHKDIC;OF TR FHTF6Z R B FBE T,

(4) Moo 40 A7 506 R B o % W AR % R & b APTT, JF 3 36 57 8 3L 3E & oy 3t IR

WM LS-2.0FHEhAENE, FANEASETAEKEL YR, HEH Img T

| FRFE 100U, KAFREEANBTEE S0 E SN,

L3 HRET BRBTUBHEARGAIEREF RS D B, EATHNEM

 MARERE TR EELE TR E RS DIC AR BH R RN AR Ha
A%

(1) 385 5 o % i ) 5545 K 10 ~ 15ml/kg, T (A 4 VL% . 44 % & B AP
BARH, TRANGEEER: EAME20~4.0g, $HRA T, 24 1ot W4T 8.0~12.0g,
THEmEFEEEREAZE L 0g/L,

(2) /MBS ok o o 2 MR BT 20x10°/L, RAFAEEH S m B
/MR B1E T 50x10°/L # DIC 3 , % & 4k /Mg &

(3) FVILROR s B 41 4 4 18 4 7 B FF 5 &9 DIC Bt 4 & B Ao

4. Kby

(1) %H BT AR, 4 ERA P & RA T T HER.

(2) GHEMHGEH: R E—RTEA, REATDCHERFRERBRAERE 8%
| BRREH FHABAEARNERR SRR, SRS ABEARCRARA DR
 RM-RHENEH,
| (3) MARKE: FHEARA, ETABRTT USE QKRB AKX

X4 QRE-PEREFDICELARARLETH;OH L F LRA RS T
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[[E1RE 7 )i% 8% DIC fyfw B LR B R MLy, Infal X DIC SEHE 4N EIATF7

B 1: DIC HF 4. DIC L3 (FRECHE MO AR T AR 1) \DIC w0 (314 46 1 1 8 if 399 ) A
DIC B (kKL TLHEN) o WGIRFTIL DIC BE MM ZHE—E S, KB ERLHE
AT B ARER RS , A0 BE ) Hh 01050, S8 % K A5 52 77 I /AR 088 I PR 0 0 0, TR I R 2 i
W PR A5 40 TF DIC L3100 o R o 5 J S8 38 0 b bR 3, 282 2 0 43 i, 22 B I
FEUR , SCU S A AR AESE N Y T | /MR — 25 1 RE B SE R L £F Y 5 4% (D-— B {4 FDP) B35 7
i, R B H B AL T DIC M.

B 2: DIC & —Fhih F AR & R Ak h e B B2, 307 J7 o B 2 % [ — 35 0], ARl
W4 DIC R 3 B H AR (AT 53 2 3607, TR I S B 0 B 8 W A it 2 % 52 3 ¢ i 78 SR IR
LEA I .

(1) DIC L8 LSO AR TR AR A 3 , b VAT H A LE 400 8 132 vk i 4 T 1, B 1 1 /AR
F 4R o PR -k — 25 D E , DRI LABCE N 3 , R AT FEAMHUBEIAYT I DIC M3, R sl
FhFEL MR FIEED B T T Bk RS RO S, R iE R B BT SR s T R
LR FHHLLF 4 8 R 25 . '

(2) DIC w4 T BRATS 2 BEAT , DUBETA ST (38R AR 0T 20, (L PRI i B 73045 M D E
I R | 2 L5878 4 U BE BT L, O BB AT Rh 75 /N6 R I R T B R AR A . ERT
EFE IR TAYT ) A 0 2 AL T 6 I 3 B R IS A VLVE BRI A L S ) A
[N

(3) DIC Wit S i T R B B A 1b 4K R M AP0 0 b E B PG . I RS T
SR o4 o R R, U S R PG LR 24 I B, e 06 o PR A R T R AR

#hFE .
(A #)



Il QikER R3S

b ke OE

5y &4 (thrombophilia ) J& 48 5 T & 4 142 69— Fl &5 BEAR S , B A8 35 1 42 2 5 ( thrombosis ) (1)
Sy AR o X 58 W AR A G T (SRt SRS B R fE R N 2, b o B A I
PRIMAR SR & A A 4 R AT R R LA R R fE R R A —E & ek,

Ty FeEAE F8 35 Y I AR TR B, B AT 2 B O 0 Ik A T B, A T FRBE R Bl K AR T AR . L DA
ok tfi I B A AL , R A R Ik I A 2 ZE ( VTE) |, = 2240 45 TR K if 42 T2 1 ( DV'T) 1 il 4 5€
(PE) ., DVT RAEHIERAL, LAF BB bk 7 0L, ] & A T AR A7 A - K8 bk . DVT (R
St DVT) KA J& , BERA R BHVRYT , W 5 it — 512 PE, PE 2 —FrEiartEiens , A il HEGE
S % 30% o

FERKEE K, VIE M4E & ARk (1 ~ 1.5) §1/1000 A 1, B RFEAER Mg, — BB
KAt — WK VIE, T I HBEGIT R 5 T/ & , i B 238 08 o i A2 J5 45 & 1F (PTS) 18 : ifi 3
Jok /o 55 5 A, S FR A TE R . R E R HER ) VTE MATR2A%R (B A R B
N EIREE BT

ﬁﬁﬁm R T e R R m . hi
BHEFWIS Y A ATHMK2 A"AK, 42 Bil5 WA RE3 AhwEd
PE TR KA LT, RS THRER, hELF 7“4 FHMKE R JEHIK, DR
LR # Bk LR B R B R RAEER) T A TR TFERE(H L HERH)
B3 REHANLT I RER & FIIHBE. KAARLMA Zok. A FEmK, BE
Rk, E R SRR R, XA YA TR, — AN & TR a4 (EKRE),H
—JH4E R d A% &, thAsAE S BP 120/80mmHg, R 27 k/%,T37.3C, — & AT, &%
AHCLERNAEMN K, SIFRAEGE; SR8 R/ 5 AF AARCERTEF 5%, A
FES RIS ER K, A THAKMBA VLT HRAZTWEAKMN, EEZAMP TR, 5
#%E ¥4 . WBC 10. 5x10°/L,N 80% ,Hb 123g/L,PLT 130x10°/L;PT APTT TT . 4F % % & &
KFEH D-=B4k 1. 76mg/L; FF B h 86 2%,
(150 1] 4R bk s ok, % B T RERI ST AT 47
BRE . A B A B[R] AR AL FT OB JE B AE T Sk e AN 2 TR, D-— R BH 8 T+ &5 , A B
I A P R AT I B il 4 T B ( DVT) | R i2c SR 38 22 F S DVT 2 W B
FEHI2 DVT i, e R R R A EA AR DVT G R B, T RRE KE DVT &
VLT A , AR G T HE I Bk , A SR 2 80% B B R ES L k., W WA A R A K
ik R DT, FRA R T E ] BARRSGR A Y RS 12 . A ] & 3R R R
K e | J3 50 g 0 Bz 3R T R, i AR % A A /0N TR JHE Fg UL &% B B, Homans fiE ( 0 R 4 2R 5 56 ) A
Neuhof {iE ( HERA WU 56 ) BHME . 0596 97 AE SR BRI , W] H B e e i ok il ok ki A2 /5 27
fIE(PTS) , 4n )R #8866 38 DT | B Tai B Bz KR 068 1h 3R 2 R 182 9% 55 o T Jik DVT ik — 2 [m] i i 4E
i, AT LS R FR DK LT R K A T B, 5 ke AR 0 9% ) 5 Al 2 2 (PE) . DHURE DVT
BAAE G K TR R G (AR TRk K R LT K ) (K S K -8t

R e T

e & &
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AT MmieHERR

BT ERIK Ak 32 S AL, I 5351 5 | A A A B i RE AR FIAAE o il 177 Mk afi A4 12 2 A8
F 0T B K R o AR R S M R T BT 5 A Sk R R RS ER

(E&E 2] Za & R AT I DVT iR E 7

B X VIE BEMAEMXHSRERER, XEFHRAEEGREES B HE R AL
BETTREAFAEPIANER LA SR R, 7659 S (518 I B2 T AR RS T 2 T8 77 4 7T B AN 18
KR, BF PR S 2 s A, 2RI BR T & VTE BRAEST 2 7538 A 42 7R Al
TRAFTER R I, R G PR ESEAT MO B T LAUE SE BUHERR o X T 3R45 1 35 15 14 5 14 A Y 4 531
LB, F A PIE TEAL B E A T I - iR E ARG SR T R BRPURIRIT A, IR AR
BRI S B R BRI R E 2, W RESHR R R S AR BE WA AT E R
BE; MR BFFAREED B E R, NPT mas I (AT-) = FEH C(PC)BZ (EEH S(PS) fik
Z A, AT AEXE AT BR B ZRAG: 5 1 R 38 (AR P g | e i P B R A4 o 1 2 19 PRAE 55 ) , U T e
i A BYUBHAIT o

BB 2: A EE T L DVT i % A4 Al BEAFAE M J7 il B 3R : Q&M HTA AL A &R
(F R Zh) ; @M FEMREAFE AA MBRTE KR L , AHRA et H R R, et
5y AE— MR IR AL OF MR RE KL ; @QE K VIE RAFERH /DT 40 ~45 2, Rk
£ Bk AR B AE R/ T 30 2@ H RHEMARTE B @VTE [E &4, 5l BLAE A DL ER AL 4n 1%
Bk 3R 5 i bk 92 55 s @RIk 4 e O A Ak B RV BE R ; @ O IRMEAE X K #5507 (VKA) J&
BB RRIRGE . SR B B — L, Lok sy 5, B MU AL it et Sy e IR 3 . X ARA3 1 5
B R R, WL A RS R A T .

ABIRF ABLEHAT T PC.PS AT-ISE SR RIE, KB AT-IUKF-H 32% , HABARAR ) IEH#
HER T RS SR E R, S, A EE 2 MEE AT T AT-IIINE , 4558 5514 36% F145% . A
i Z R E RIS WON R A AT-TIBRZ AE X R H A 4 DVT MBEA R, 3 4F)5, 283 | Ml
(AT-NZK-45% , 240 R J) [RIRE R A T 22 F I DV, SREEET A BE B i N RHAR o

SRENKEXEREER
1. #EEFRERX FZRFREAREHERE.
(1) FHEH CHA(APC-R) : i A F V Leiden X%
(2) % B J& 3 B 20210A R % ,

(3) FamEs Mz,

(4) ZACH®HZ,

(5) EBSHZ,

(6) % i E FXl34val X%,

(7) A% 4R A S bt E % 4F :MTFR 2 F C677T X%,
(8) %t B FXI8Z .

(9) % E F VI IX = XI 3% # A F 7% o

2. RREZBREE

(1) #3h,

(2) Tpp/E &4 7 M8 70 B (MPN) ROl SC R BF 8
(3) MR MmERMEA & G KAE(PNH),

(4) sk fEHLME 4R A4 (APS) .

(5) FARAGE,

(6) MR E>H.




sre mekss (V)

(7) Z4: v R 2% b I E e e B )R B 64 JF & % % #o
(8) mREAYHARME(RENL),
(9) HEX . HR . POBREY BREEAESE,

[ 1153 3] W12 DVT It i e L6 6 A5 2

A [ B b3 AT Wells ¥4 R H DVT % 24 19 1 b6 BE , (HIZ V4 B Go 85 R 1B B th
REUBZBFEREERA DVT, X Tl RIFEEA VIE (1B, 7 HEATH 5250 % F AR 2446
T LIE,

B 1. % T VIE (9SCR R0, B o7 T4 R bR . % D-— Rk 5 2 H A
— AT VIE 2 Wi LI E b5 . D- R A28 42 T o 38 B 19 47 4 2 1 24t J5 R )
8 A H A e i = o U0 3R D- SR A K T BT DA ) A5 ) U R R A A I AR T R i AT
REPE . H T D- SRR E + 40 SRk, bR T i A T R A, E YL R | S U L B A A
FPIRRET G D-ZREKFHAE A, VR, D-ZRMEXT VIE 59 U4
FVRE S P 5350 4 90% H1 40% , K itk , D-— K T+ 8 I A RE#H 2 VTE, {H D-— Rk K F
EHEHER T2 VIE, A G B E MK D-—RAEKFHE A5, WA AELET K
DVT {4 7] fEHE

B2 CT VIE MR FR A, B AT HBHET I bk i 8 745 fn CT S kot ig . R
BRI I & 5 — B2 VIE M@ hriE , 5 i TR R MR 2 X RS R B4k, Btk
LR o Ik I A A P+ A 56 % 30 e R O DV'T FR BB 4351 R 95% 1 73% R Rk
96% . CT 13tk A AR L Br_L-A24% CT Jii it 4 5% ( CTPA) #1 CT # ik sifR (CTV) , Hirp CTV 2
Wi DVT B8R R 71% 5513k 93% |,

7 (51 28 5 AE S e B AT M Ik i 5 R S 0 R PR, R A A2 R S 3B DVT, 45 3R R %
BOATTEE . ABtfE E A4 R 5 A R AR —3, BRI HA R A7 (B8 bk . T i ik ) DVT, IE 52
T2 F B DVT i,

...... |
DVT BT E =

e KRB A B BB SR R EB AL DVT il Kk 3o

SHREHRE MK D-—REK,ERPAMEETERRSLZK DT,

BhFnE RBREE+E KRR () CTV &2 M i,

. GBEENTE AL DVTHERFTRMEXZLEER, FREFE T £ PC,

| PS\AT-TT % 3# #£ 1 5 #4847
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3
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ﬁj

ol

([B)FH 4 ] £t xHiZ 8, i A8 7 7 e oAy 2 e

BEE1: VIE —H 12, Ni% L Bl 45 T 5 & Hu #2157 (antithrombotic therapy ) . VTE {47 #4
IRIT EEASEHUEEIGYT (anticoagulation therapy ) FIZA 25T ( thrombolytic therapy ) , £ 2l Jjk ifiL 2
T WL 75 4 T UL/ RIA YT (antiplatelet therapy ) . DVT B1IGYT B S HLEEIR T , E46 V) M P e
LRI YT . BIUGEPUBEIG YT AT 25358 iF & (AE41 2 P&, UFH) K4 F & iF % (LMWH)
SRR AT BN . —ME 1 LMWH, 57 & 100U/kg, B2 T HES, Q12h, VTE ERGF ¥ f5 i ¥ 28 1 iRk
B (PG &L 2.5 ~7. Smg/d) e , AT FFER RN F B LMWH 543k B & 25,5 K& H
LMWH , #& PT-INR 7K 8% 4 s bk 4 , {ff PT-INR 846 % 2 ~3 Jy'H., UFH i3, 57k
45 80U/ kg ¥tk e , 4k 17 18U/ (kg + h) FRIKFEA , % APTT ZERRAIEM 1.5 ~2.5 f%, DVT
IR R HUEE I ST AN SRR SR ] VKA (BB R5E ), A R E B IRIT . DVT WK bl
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Py
/

R i

) EAE meMER

IRYT B AR, (HERFBR TS O T (4 Uk IRl 45 ) th ol e 20 37

BEE2: A TERR B H SN 2 LMWH 3597 3 K BRI B ARIE, ABEE4kss 7
LMWH , B # (AT K 65kg, 45 TK 40 F F R 857 54 W (—Fh LMWH) 6000U , f7 F #E 44, Q12h, &
BABEE 3 KEBFH W N EYE AT- I =4 , B4 AT 4k2e(d ) LMWH. [H 2 LMWH 7£4E R #L
#l L5 UFH A iR, UFH FK#T 5 AT- 0945 & A R R EPUSEME I, Pk B ( 1 a) 14
HE,YBEFEAPEZ AT-T &, UFH 8% 2 7 L BT 2L 1 LMWH WA 4 T AT- 10 E 4
M, ¥t FXa RS DL FlatEAS. 550, LMWH & B4 DL F JL#: B2 T SRy A 9 #|
FHBE®S , 28 R PR, il BV AR 20, JE I APTT %538 i $5 4% , P21 & 19 1l /Ml
W /DE (HIT) B % 4 R T E R

BB & 3: X DVT BEWEHIEEIATT B9 ROTFAR A I 455 - QO #8 i # 4 R AVAE A9 28 1k |
D- SR A K SEAR Ak , 106 B i 52 25 0 Tk b P O 1 e ) T 3 AN i A P AR O . @ B2 T HE SRR A
B LMWH , — BN 75 2 W 0% 1f #8 45 (APTT) B2 ad al Wl BT F X a 354 ; i UFH #5 bk 5 75
ZWE APTT, % UFH &, f# APTT ZERK B ZRIEM 1.5 ~ 2.5 5. OEMsFiEL LB S &
o B W R 2 W A A R RO, B af A AR RV HIT %5

BT EDSTS BEVREZK
BEIE G T A& T £ 452 4% (6000U, & F 24, Q12h) sk it 77, &% £ FTak
MK—EE BEEANES R(mESEAAREAFLEE X)), EETLAMN KA, £
TFTROPIK Rt —F s, m L h WA THRARMMIK, &4:BP 100/70mmHg, R 22 K/ 4 ;
R F MR e ik, A A FERFE;HR 10 £/5, R A SR F; U FREHATUHR
KAE, %% f% 87 PaO, 30. 6mmHg; 2% #L: WBC 12.7x10°/L, N 84% ,Hb 120g/L, PLT
55%10°/L, D-=—%1k 3. 6mg/L.

(1612 5] B EwIE AL T MFpAEL?

B BEFE LMWHK 2 R85 SR Freat 72 rb i 900 o) | e < IR 4 il 4, ) st
FEA 0T Fil o B i BCREAR , D-— R AR B 2 5, Ul BHIR Y BOR I A HAR 5 2
B &AL T PE fIA T DVT, X8 & E 28T CTPA+CTV ([ 9-0-1) FIF i bR ik £
SESR R DU i 30 kA 2 , 20 T B fe B A Qi , B M B R AR TE B, 5 IRATT A I R B
WA

5 Sk Fir 7 XU T oAl 2 fok 76 28 e 453 Ay i A B

BB 2: CT PE WiZW, B oz = fa R E PRI EE RO B e . WL S | P R IR X =



grE mewsm ()

BAE 5 BOA 0 RI2 W PE 1) EBIRER R HLF 2 HEE WG RRIDFHERA, B A S
BERZ. i TiEs DVT 5 T51& PE, i HZ9H 70% 4R PE 8% R 777 DVT, Il K
XHEA s DVT B8, — ELH B o) SOOE B9 et i s 58 4 48 IR S5 AR, i R 7 165 JE A
PE {7 et

infm] DVT, R4 [ br_E 42 AT Wells S59F 50 RE T PE & 4 I FE R BE , (H X 2697 43 R4
BB AR U2 EBE RS EA PE, K 2B AR E M TRAFR A, TRE &K%
FREUTT KA

(1) CTPA:ZHHIZW PE (9 iEK2 . CTPA W /R B b PE, UKy 83% ~90% ¥
5N 95% . T H CTPA F1 CTV AT LA— W ¥ 5E B, PE #9 &4 X H % 5 DVT F Y14 5%, B st
PE 1 DVT #)i2 i #8id H .

(2) REILIRAHZH BKAAR (MRPA) « X4 W Bt 4% PE 78 847 7 , 2 W PE B BURYE N 87% ~
100% 4§ 574%E3K 95% ~96% .

(3) FitxE V/Q B8 . BA B 6 BAEBUAE , o] I AT 22 4 2 ) R 5 i /8 &,
FREHENZE, WAPTRRA,MEER V/Q RIRH CTPA fEHEBR PE 2 1 BA RS M HE.
{H il T8 B9 HBURE , CTPA SESZ I RS EK) 75 Bk . D-— R {A7E PE 2 b i) & 4 fw) DVT, 5
B BLAEAE o BAE T 45 47 7T FH T BRSNS PE,

02
| PE BB E &

1 EREZA %R s JH FREASE ARXEEHDVT A TL L,

2. R ERE MR D-—_RE, ARFTRIEHEPE,

3. ¥ ¥4EF CTPA 5 MRPA & & fH#,
| 4. FREXNE HLPENFHFTRIAAXIREE. XFEBEHL T & PC,
- PS AT-TI % # # % 5 £ 45 47 .

|
I
I
I
|
I
|
|
|
|
I
|
|
|
I
I
I
I
|
|
I
I
I
I
I
|
l
I
E
=]
Z

T

[ E1EE 6 ) 4ol 8 2 8 5 AE BUBE s B e 5 H B0 PE A B DVT? :
BB — T o 4K 0 VTE S 4 SR R A F % 2 (LMWH 5% UFH) SO
PR . R BOR A, B8 IR BB A A A R R0 MR g
(HIT) ORISR ORI . HIT 2P 325000 AR o 2 2 ) — R 0 R RO, SR A
BFRAZRINNG S ~ 14 Ko KR —FBLSAHLEE B 00 MBI, SBE RRSIR
LIV AL B T . ITT 8256 52 653 30% ~60% Eeh BRI Sh Bk i |
PEAYBI &5 70% F130% , BMESRAIILET N /M ) HIT(ISEbE HIT) Fom e girao &t
AT 17% ~53% . A LMWH 51312 HIT A9 RUK Ho 250 3 WEA 10 £ B AWK 0.1% ~
19 BB I L0 LMWH B B2 , e S0 TAE b 07 B T M. HIT Ml RS AT (5
FAT ARG (F9-0-1) W RGMIE ST FUH R O HUBHERIAE S HE, WAESE A0 HIT 50
PRI AT BT HIT 2167 |
KL A LMWH J657 055 8 F95 524 PE AT FIE DVT, 45 M4 S5x10°/L (8|
ABE %K TRE 50% L 1) T ELABEJG B BRANIB A ELAL S | R /MR T BRI 106 HIT (1)
“AT"VEA RGBT M5 (8 41) B LT LU 52 B8 % HIT WAL . |
|

I

|

|

|
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#9-0-1 HIT ImKIZET ey 4T" FUAE S R

4T 2 4% 143 04y
i/ MR BT BE>50% (5 af/ iR TERCT BE 30% ~ Hi/MREHECT FE<30% 5
AMETF 20x10°/L 50% ; 5% B % (10 ~ 19) x  spEE<10x10°/L

10°/L
MR LR 5~10 K;sk<1 K(IF 30 5~10KERKME: K<l <4 KEHLEWFERN

A= H et [e] KAH M RERBAIE) K(30 ~100 XA FER %
Fis)
i B s R ARMBTER (L) ; ER SR R RS R Tl AR
oI A ERALBZ BRIRSE ; R RK A E AT BT A AR IR SR B k40
RESE 225 R (ZLBE) ; AT BE MR TE A (R
ESE)
51 /AR T ] g A
i HA SR

T« 6 PR T REME IS0« R T RERE (6 ~8 43) , AT REYE (4 ~5 43) RTTHEE(O ~3 4)

[ 180%R 7 )&t x4 H A 8 s 1 221k, 75 fan oy b 27

RBEE1: PE 2 —FhEan PR , W% S AT B R AR AR S IF R S AR T ad A
KT HIT, I Hilt—4518 PE FA T B DVT, i iz sz B4 FMIR 407 B 3% 85 1 81, 11 HL 45
LT REZE L A BE T R K259 ; [, 6207 BP 45 AR AT R 26 25 W B A ik , n Bl fon ot BE | b AR
FORE RICHE AT RGNS, WA BE B84 T D IR AR 78 HIT 2t AN A8 B 4 ik
MG EEREAET AR E g RIS E R PC 1 PS 5=, i (b AT BE fin = i 42 7 il 2k
51k BRI . X HIIT 3 Bt i />l 25 BH 2 F e, ol TR A S A i 5 0, PR ot
A U T /MR

B XA A, FRATAE BB R A HIT J5 <7 B 452 FRAR 43 JFF 30 465 T S8, (w1 sf 2 BT o oty
FREETKDTE . B st B2 — ol L 2 458 it i 470 ) 79 , L8 IR BE D 2 ~ 10 g/ (kg - min) , %8
APTT % 1.5 ~3 0 H R B F WS AR5 , 7T Sl o Bl ol ity BE 10mg, Bk 1 3 /ViE, Q12h, 24
B MG BOIREIER G , B AT 45K (2. 5 ~7. Smg/d) EEEA S K5 5 R BT hn i BE
e et BIE F) I 245 ] — R AN et 4 S o

RBRE 2. JrAMEI : TR E R HIT 5513 PE AR MLAE , 7 P hn ih HEEF ACHT8E 19 [R] i
T EHUIMERE AL, 40 T W A O i M, 5 K W ot % R A SR BT BER Y A R, AR
ML/ T ECKZ Wik S IE W, DVT Fil PE AR , =LA T B ki 75 Al CTPA+CTV R R JilA
A 7 A B O

[ 1508 8 ) Al B 15 5 B 45 TR ARG YT A0 (B AL T R i Bk i 7

B X TERPE B, ERERIAIT, (UG THBHRT BN . BWRiar (U T aEE
KB PE FA R ifiLFE  ELH ot KUBS 8 I £ 28 4, 0 285 O X0 e Bk i 0 , T N4 (B 28 3 bk = B 45
2, W HRRZ YA :On-PA S0mg  # BKHITE 15 208 E 2 /i) ; @ RIS 100 77 ~240 77
U EkA T 2 /e XHEZERIGIT A T EEVIER M E . WRIT)E, AERE
oA Hh e , AR 4R ZE 4G T PLBETRTT o

BB 2. TEFIKIES (IVCF) R T LITIR; PE M &4 (B X RES B DVT WA &, AL
—fEAIREE A IVCF, IVCF iy B AQGE M T2t PE (A PIBER T 25 RAUE ) B4 (I i) i 5%
BIRKFAR) | 10 EL 3% 8 (A s I DB 4% . — LA B0 Hh I A4S B 45, R 4R Sk AL 4 T U BE
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RERPSEESS
BEBTFTRGPRBEETGE,F 2 RMA AR ZEM, T B RS A
2 8 % 4 Pa0, 90mmHg, WM b F 827 deo it 3k dr Lo, MAvdh g8 5005 7
X, BENTF A 284, WBC 8.4x10°/L,N 63% ,Hb 127g/L,PLT 185%10°/L, D-
Dimer 640pg/L,

[ 18178 9 ) Xtz &8 & dnfar % (& F — 238977

B Pk BERLERIGYT S, B E W (XUT B DVT #1 PE) 245 3B 8 k3% | i H il /M
PR EH , UiBA HIT B 15 B8l . it izt 3 O ARAEEARDUEE , B 1R B 45 T 4. Smg/d,
Shrnh PEEE S K% BH PT-INR 4 2. 3, 3% (& F T hn g BE , 4k4E O IR4EAK 4. Smeg/d, %
IEEBF WA E L AT-T1 = 5E , A B # A e K ik E , B 8k 4 — W™ & VTE, Biffi £33
BTG MR 58 2T bR, WRAS I FLBREYT . 4 R B & VTE AT REMEECKR , B R 5 44 O IR

BEE2: KT VIE KPR K4 ACCP 55, I ARE B F AR R & ER H R e K i
FAZY B 4EReist ] : PR ZAER) VTE 48 — R B & (oM FAR) , 8 LR850, b g 4
Fe3 NH . QMM R, BI LMWH ACEEM, X FisshiliE iz 6 4~ H , H3 M
SR ASTE TG Bl 5 i KOS /0N s — IREAE I G e B 2 RS 6 D HEZ ., QTR K
WABTHE : FV Leiden 2875 3 I i 56 R 2275 ,PC \PS AT-M k= 4 & F , fFZE P FP DL B SR 5%,
sEEAERIMRIE RE R L BRE . IR ARR S I B E T ERL S, @VIE
B2 WEEE , UK RS PUEE , 45 X B i XURS: 346 47 PEAG , MR A B o D 2 A Ak S D .
SRt XU /0 | R T AR AR R U BE ; A SR i I RUBS B 7, X B P BT AR R AR SRR 3 ~ 6 4>
AMEEEbF 2. OX TRA W\ R FERKY & VIE, 8K HihiEE.

TFREZERHE, O R R 7 68 7 007 58, a0 5L 8 9 WE I PT-INR | 4 if 3 & %iE
AR &, B A 24 i R0 (B0 51 B i I &R, Wil 48 TAEE R K STk, |
M, EEMDEERKMIEN T EGY . MARYIEHE ORLESY, REB T
f AR TR, ERME SR SRR A SRR, (UERFEREL T %IE

M .

TS S A T S —"
SEfERAKZER

1. GhESRESEPERRE, TFRAF KALEYRIA LE Kkt ELEE
ERE:= 832 -3 F

2. VIE(&# DVT %0 PE) & 5 #JE & % L #9 Il R R AN X,

3. VIE S AR THRARA . ZREAVRERE, D-ZREMETRIIA K
VTE, # Jik# 7 + £ H X % fn CTPA+CTV Z## VIE &% A th i & F &

4. VTE thig 7 EHEEH Y 4046400 — A F %6 LMWH, K 3 18 & 2 42 Ak

5. TUREEFT H08 BL% PAE ok OF R (o JHIT %) 89 K 4

(EHXK)
SEER

1. Wells P, Anderson D. The diagnosis and treatment of venous thromboembolism. Hematology : Am Soc of Hematol

Educ Program,2013 :457-463.

|
|
|
|
|
|
|
|
|
I
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
|
f
a
=]
£
i
|
|
|
|
|
|
|
|
|
|
I
|
|
|
|
|
|
I
|
|
|
I
|
:
2. Kearon C,Akl EA,Comerota AJ, et al. Antithrombotic therapy for VTE Disease : Antithrombotic Therapy and Pre- |
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vention of Thrombosis. 9th ed. American College of Chest Physicians Evidence-Based Clinical Practice Guide-
lines. CHEST,2012,141(2) :e419S-e4948S.

3. Linkins LA ,Dans AL,Moores LK. Treatment and Prevention of Heparin-Induced Thrombocytopenia; Antithrom-
botic Therapy and Prevention of Thrombosis. 9th ed. American College of Chest Physicians Evidence-Based Clin-
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i# i F 40 A 4

1 GG TN LAY E BLUE RS S E

3 1fi 4 A S AR ( HSCT) S22 ) P 2 i~ 40 i ol o . B S B M9 4 2, B 38 SR VR Y 1 1l
T a0 EHT B T 328 AN LR IT 5 B9 — Bk 77 ik . 20 tE42 60 4R UTT 1 2 i & & 3F il T i
R, 3 [E T 80 4EALTF R R b A , M5 2 & &, B T2 FEA 21 TR O, 7z
FAF MR A S R e A ot 9 2R e 0 X936 T, 3+ X I~ 40 A% 4 A B R i T 3 25 R
T ERFERETRR .

A6 0T 40 MRS A (U] AR 36 7 1L 9 AR e o , B A AE W I % B 5 i T TR T
VFZ RPER GBI BARBAE MBS . A< B4 32 HT 3 il T 40 B R A X3 B

BRINZIER
BHEFH39 Y BRAMARRG B BT, AMB ES Rk, BAEKE, £
HHh AHEERL  ABEET, AL AHR, FR AT EMR. 20t WBC
60.92x10°/L,Hb 122g/L,PLT 30x10°/L, A @ tafs k. TALRK EHhMmM, 5.
WA 1A, REEmiE 10% L fictyse &, (+), FLT3-ITD £ X fak, % &4K:46,XY

R i e ppp——

[20]. BA##Bf % FLT3-ITD A S HMME G him, HARALTFEAKRNL, ZEFiE
R EEPA TR FIFiAE CR, BN S LR EFFHITTALGMBRE
(HLA) e &, 2 R 2 & £4 5 L35 HLA-A\B\DRBI 4% %4484

([EF 1]iZ 8 E R AR ES LR E M T4 RS IT?

B SOMEBEME (1M A IR TT RN

B F 2tk R4k 40 i (1 s ( APL) B9 Bl 53697 5 H b s A\ S HEREHE A il fs ( AML) B
B, Bk A 555 AML ¥j#84F APL f9 AML, WA AML 897 0381 27 R EM G R .
60% ~70% F A AML ] i i 3% S Ak J7 IR A5 5 — K 58 = 2% (CR1) , R 1% 5 IR JT =& Tl iy &2
RHLE. BRi EEMEMERITRROBAEATRREREE O TARBME. 2458k,
HSCT 45 B M B Hi (1l f% ( GVL) V5 F Rk 5 55 K2 BE Hh R AIE AML i 2 & % i, 5k
it RUBS: f) HSCT AH 56 3F KA (InBS R b1 0% IR 46 ) iy ok Y 36 97 M 26 JE T LFEAR K
FERE L WK T HSCT 9354k . Bk, anfal 2 £ 28 R SR IR YT SREME , T5 B Xt HSCT S5AE A F Bift
7 I AL A

AR 4R 9012 B A e o A TR L R R e B TR 2 AR 45 R, AML BT D)4y i TR BT R TS
R BREARR, HAEGAR, BiE B iF8e] DL #E 0 B ALy7 sk B R, Bl Ja 458U ] i
Bibyy SR v T 40 M B A Bk MR RS A, TR B R R R Nk B R IR R i T 4 A
.

ZEHE BRNIEHEZE, BEA FLT3-ITD 278 R il A B4, RIBAA G35 1[5 i A L3
PR o 3 0 2 F o R B A T S B PR o 1t T e A

e e L L
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(O) #+8 anTamse

-

s )
| ¥ I T 40 B 5 48 33 R AIE A9 4

Sl FARBHER TN R ESE S USCT A F AR ERAE RRRA EF
HHEREREEE ARG HARATH HARD B4LHRRLERERR 1S
FEM LS, BT TFARBHEN TN AREBHE FBHBTHAA RN LT
SR ERECES AR S AT BANES AT R AAA W BME B H %
P

1. K % % % 6%

(1) Adatemm.

(2) AMEMKEEME TR,

(3) BHH Mm%,

(4) BHMKEH,

(5) BHH,

(6) BHMARE S A,

2. 4 BM A

(1) BARBER M,

(2) BAMEREDLE SR (PNH),

(3) HaBEERCGELFEL L HRERA0E),

(4) Fanconi # 1,

(5) BoRERBEAI,

it R e

(6) FEJRRHH,
| (1) ER@MBER.
%
ic B-RBER

: EAn FRABHMARR, K& HA LR o FaBBH, 7 RERILT, &
! FRGEREZABAIRATELETM - BANA, REEMI21% . # 8 AML-fo ik 3 I

: K RIS AR —F 85T

‘ (5080 2 ) e AT AT 2

| AML — ELAZ %, K378 CR2 HJLIRAN 20% Johs . ANFakebe B ALIT , S I A7 AL
|5~ IS A R E RN NIEERRSE AML 8 %5 A0S 55 HSCT 9 Lok, 6L P F 5
| OSSR LA R HSCT Sy SUR /0 i K 77 Y6 2 443 R4 AML 5 R /5 R HE 2 HSCT Y97 . AL E)
| CR2,U7E CRJGRYGHATRE M LT MR, SRR 35% 2t BTk PR
o 34 CR, RIS T AR HTT LR S RE YT |3 4E AV R 25% Je i o

| A EUBHE BG4 S, AML S — K LR R , i1 CR2 IR HBE S R R F B IR
| HEATEAFRY OS I DFS. SATH , FHEAE T, (0 BB # REGSTEAS CR2, I 4 18 ) 4k 4 167 19
| Atk PR RORTS T EAT HSCT LR —Fh A BRAIEHE

| 8 L S I B SRR CR B R $232 HISCT., PRt i 48 45 T S 48 T1bdT , 5 IREE
| CR2 AR He32 5 AR i T 4 LB ARIRTT -

I

|

|

I

|
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FE=RTZER
BRI EEMARZ I BAER BT EREFTAETRBDAKRE, & hiFxF LY
BEEAH2 1, AXRZHHCT(BI0-1-1)) RFERHER RTHFEEZERHFHER, &

TrAMELLFERBETHR, 4 A5 CTRFH1ESED(H 10-12),

B 10-1-1 jaF CT BrEah"  =ESHAM"HFE

L ey -
- L DI i z
;

B 10-1-2  Jg3 CT #EZiET R4 BuRLAEEE/ )

(151 3 ] i 8 L P R e S 5 S W i1 7 HSCT?

B B H R EARBHAT HSCT? fHamtiL?

T R T4 ARG S 2 A 2 ~ 3 J& AR 40 I i = 300 DA R Bl 5 550 H T 2 5U4F
{5 RE SHREAR T 11, 72 HSCT B 4n SR A7 78 K 45 3143 2808 il i Jak s, I 7E HSCT B A7 7E Y HE |
IMESBOCEERERE . Fit,  HRTA AR5 304 20 6l 15834 i HSCT A8 Rk .

it T il S 42 2 1 B R 1 =, B J2 HSCT i IFI 3578 52 &4, HSCT J5 & 4= B M L
FEik 80% L . FHUEBEAIA N HSCT fY A% ik, 4R i bl & — 2% 1 Bl 36 77 3R w19 2 i o i
MEEHZY R B I, B AR BH AR R E SRR HSCT 43 2L RiiE .

b 51 K 2 1 3% 95 BF 5% BT 76 2005 4F Z 2008 4F i 8] 3 26 6 &3 R 2B M A R B &
H3 7 HSCT, HSCT H ] 45 - b sty JoE e =i Jok s S 4 19 1k 8 3 B R0 25 13 AR S R 3 47
BT, o R RS ) 75 K (10 ~212 X) ,HSCT 5 R BM AR B P EHE LR N
19.2% (5/26) . $#/RBEAE IFI KRR 5 A E HSCT f 4a X 2% S IE , F Uk 7 B 68 A 2 e fIK 2L 74
R H R o
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HSCT #% B
HHE R E 5 2 RAE 2 I R T A, K A I 2B & 3 7 % HISCT 3 J i 8 %
— i, ARBMER TS AREBE LA TR S B AT R WA B ER L
# R A
(1) BB,
(2) B&%,
(3) MK,

BB 2. BAAT IR E
HSCT Al S5 i A4 P> 77 1 - 3K 25 5 XURS . B34 BR AR i 8k SC HSCT 3E R IE . i fe 2

EHRIFMREAE HSCT 28Rk, R EB A BRI .

HSCT o 72 A RT3k Gt 57 RS HEAH SC A9 5 JFAiE , $87% HSCT B & &M — HEBHMGIBEE

MW R, HSCT AHC & FHAE 3 22045 . OXS ME#R 9 ™ EE 450 45 , 40 75 o 3 2 JE 0 I o O JFF
HIE B, S5 e , R e 2 AR G S 5 (4 M i = A G BE 0 1 T BE S BU™ E ARy s QL ek
SR B SRR AR Y BT RE 320 (GVHD) ; @ B B A7 A0 30 A G5 33 390 i 751 7 FF 4
gk 2 g A& BN B XURS: 3 @ A B RE ) VAR R O TR

DA RS AR G 20 LUT A REAT VAl : OMERS DO REVFAR « /0o BIE e 43 &7 7K 20 BE ) V7 < RS A AT

il B SR T RE AN FEV/FVC R AT AT B AR i )-8 FF 4 ; R 28 35 78 A JHF B 1o sl e &7 4
b, BoAt /5 VOD By % A= SR BH 5380 , BT AT Ek 58 4k i 47 44k 2 15 B B8 A K 25 2 5 JULIRF i BR
A VA 5 QR 77 A oA Ll A 78 S PR , 4R 1) 2 0 R L J] S 57 ; DL Ah , i R Al 18
A IR O BAR O B — AR 1§ B

EBMT P50 Fil & F4E 45 806 B) F 9l HSCT J5 4 R & S8 1=, Kamofsky B4 & 58 B H T

HCT 323 ,— oA A ROZAE 70 438K 70 43 LA L& & BAE. REEEN T HBEBHERBER
Kanofsky F15> A& T 70% , 7 WIS AL AH R FE TR

DU BEIRYT R MR kR B 4R /D, R B BEPAG X B CR2. BfifS XAE)F BHHLE

BIAITAE O FILEALST 1 3, VRSB RE5 A CR RS, I B Rk 2 CR, B /5 £ 3Z R UM &
HSCT., FAHJERETS 2 5 O o

(Z®E)

E3E

1. Xu LP,Huang X]. Current status and development of hematopoietic stem cell transplantation in China:a report

from Chinese Hematopoietic Stem Cell Transplantation Register Group. Chin Med J ( Engl) ,2011,124(16) .
2548-2555.

. Dohner H, Estey EH, Amadori S, et al. Diagnosis and management of acute myeloid leukemia in adults: recom-

mendations from an international expert panel,on behalf of the European LeukemiaNet. Blood,2010,115(3) :
453-474.

- PAEERAE S MRS 2 ML A AL SRR BE R B IR T R R ILR B3R5 ) . PR m B E A,

2009,30(6) :429-431.

- PEEEES MBS A MR F 4. 2R IR RT R EFILRCE ). PEMRFEREE,

2010,31(1) :69-70.

. Mangan JK, Luger SM. Salvage therapy for relapsed or refractory acute myeloid leukemia. Ther Adv Hematol ,

2011,2(2) :73-82.

- VPE, BRAEE, XML, S5, g il 40 MBS AR v R R B BUR B i — R BB b Rk R, 2009, 48

(10) .853-856.
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7. Barba P,Martino R,Perez-Simon JA | et al. Combination of the Hematopoietic Cell Transplantation Comorbidity
Index and the European Group for Blood and Marrow Transplantation score allows a better stratification of high-

risk patients undergoing reduced-toxicity allogeneic hematopoietic cell transplantation. Biol Blood Marrow Trans-

plant,2014 ,20(1) :66-72.
9O i T4 ie R S ik R

3 I 440 R A A2 L MR B A R T B HILRTIR R R B S S A3 . MR
SR T RS AR R AR R R, B R IR R B2 HE AL, JU LR AR RS A Y & R A 1
i B4 5% HSCT 0y B E A REMSIRBIMEE . SR, SRR, dnfo] g foe &35 i it 2 H i
8 Z e — IR .
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BERIBIER |

BAFRN2H, FoooxF 6 AR B MLk ERRemEn ak, 5510 A ks

X ZUFABTL%M(CR2), A#fTE O THRBHNGER, F O T —FiZofTit l

AR RET dATR BT :

[ 1G0T 1 ) dndo] 4T R4 ) TE 457 |

B EZRERGN THRBHETEESHNEME. !

32 AL A I T 40 A A Y BB A A B LA A B B AGE IV E T A P A A :

SUE AAEMMEE . mATESE R, BFNLESENREMEA MRE _RZEHN, B8

532 5 DR o 1 T4 I RS M 908 N E , R 3EA IAW A9 25 BE. ik, REA S EMERIZE
BT 5L L A BB 1R T R %
BEE2: P AR RERIEERfEE? 3]
TER BB R, BAEYHLE 58 (GVHD) FHEfF (rejection) B FH ARG M T 2
MR M EZIFE . fEE ATTE IO R B, (632 3 F EHA LU AMEDUR ( MHC) 21 i) i

BHWHEF GVHD W ERHE ., 2 FEHLEMAEMDUEMBER AT ek dm FIREH |

AR ER B RN . AFEHALMEENIERGERZ I ALAMBEIER

%: (human leukocyte antigen,HLA) , &2 AAA 924" BOMIE" , ACERSE GBI A f* 4k :

o i e N HERR “HE T T AR FEAS RS2 Bt [BIiT HLA BB E i i T4 M

B, 3 1 T 40 RS A SR AR ek N 2 AR & T HLA FcAY I

e FHRAEE B ARYEA TR, 3 7T LA o ARGt AR ML, R4 4L # R P8 HLA :

METRES HRIERAEE ERAAA FRAE SEERBASIE . RIS AEM IS afER g AR,

T FEE CEBEEGLE . B I E Sl i AR, teT AVE A —FP T 4a iR R :
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|
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|

|

|

|

HLA &%

AERBESCELNGHHMELARNER TS SR hEF LN TELEHE
WREL(MHC) , R ANHRE ALK A “AX G MW E 4" (HLA), HLA 4 {t ¥
AFAEE H—F o BB PRBELNE LT R, HIKBHE LR A4, RS

NGNS, P ERASAE RS, HLASET a0 1 % T &R MEHE, HLA-T %

. #URH4 HLA-AB.C £ &, Il %408 &4 HLA-DR.DP.DQ £ &,

| B HA RN ER A AWM SN RO HSNEEAB AR, BF 1 £ 1% M£2
ER., HHARR A AR ABE NS AR, FBE N HIA RER AN EENA S S0 £
Ho AXMHC REMAALEHRAR, R ERERAY R T E N ERGERETENMK
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CHEEAE, WEYAE, B, AR EHKR HLA 52 — KW T4 25%., :
HIA-LIX AR S BHAR L AR TN, BT HLA RABES AR, YRESHEER

B, BART b A4 HLA A7 f A0 G5 . HLA H0B 97, 45 ok 7 % A M E

GHBERUR A FENE T, MEBARHA RANERAXREE AL ERA,

f AR i HLA BRRVIR &2
W % BBy % — AN DRBI = 13:01:02, DRBI 4% HLA ¥ F &, « £ /5 % #9 3
BREEEAEGEE MY NFER RS, FRARNREZLER LRSS, WEFAL
EREEGIAREFRA, XA NECEEEBHEOFE, mE-ALELEAEFE
MRAREFSEBRFAXALAENRE, NALCEEEEN— AR AR FUFE
S, w02, ERFREHEELTFE,

PR T8 R ST HLA oA, G f R R R 2 s i 2R A e S L Al

B_ARZIER(F102-1)

#1021 mEIGER

HEH AR I %Y HLA-A HLA-B HLA-DRBI
B ] 12 A+ 01/11 35/15 13/08
R B 37 A+ 01/02 15/15 13/15
BE <] 15 0+ 01/02 13/15 12/13
[E)% 2] fnfa e R Bt & 2

Bk frEEEERIT
SR, G0 SR R R, 2 i, O R AR A b o SRR K4 25% BB

AE4R 2 HLA A& RS . R, b T4 T L BORRYHEST , HLA A& [ i35 4 2 4 0
>, T F AR A A I A I A e S 9 (1 10-2-1)

[ﬁk&i&&ﬁmAEﬂl

A
IéﬁﬁmAmAﬁwﬁ#I

5o

AR A #FEmEHH

HSCT Je J e afi PR
¥ Y (
] R M 4k HLA T ZEFEHLA4/6-6/64 QipiZ- 5" 3 A0
10/105%9/1041 &t Ryl Apit
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=4
3 3 4 36 0+ 02/11 13/35 08/12
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B Z W AR A LR R, B Ak SR AE M At H R s . REHEEF
B ERAEME
E=RNZIER
EBE GG TR R F LR NE 1022, FR#kS,

#* 1022 EEWER

5 i I 7% HLA-A HLA-B HLA-DRBI
BA B 12 A+ 01/11 35/15 13/08 _
i i b8 - A+ 01/24 35/15 13/08
A M 24 3B 25 A+ 01/11 35/15 13/08

|
|
|
1
!
|
l
|
|
1
|
I
|
!
:

[ [51RE 3] fe a2 A1 i, | S (A (k38 32 dn i 6 485 2 :

BB 1 AR sk )

(1) JRi St : fiE HLA BCRIB AR BRE 20 DL R 35 2 BT K, A i 25 Gt 3 #8461 49 77 280 :
B AE % HLA10/10 ARG B4 BT30S IR B A & B A AR 8L, SR, 4R 3] HLA SE 24054t |
H LR BEE B K/ RE R 323 HLA B8 K A AR S0 A Tl A 22 57 5 75— 5 T, E i 4% :
fE WA E R A Rk T A A R GRS R 3 A H) A R E R E XA RIFEF.

(2) HLA REHIFEGHEE T 20 463K , R AR Mt H B AU B ORHE R , T 753 JL-F :
P fi A A B0 —L HLA SR &R %008 B0 T4 FlEER, RE—Mis s |
FHIRGMERIEL 10% ,1 ~3 MIFAGHREBE NP EL 100% . EHIAK HLA2 4~ =
A S BRI GVHD FIHEF R I B35 F R, SRR AR TR TR, EREm
BB FE IR R AR RSN R BR T 40 A 2% 2k S0 A5 4 1 T 40 MBS A A — Rl O 5%, BUS T S5 Rl it "
RS A AR I G0 8 AR 9972800 T L pl T B3 A (36 3 T 7 S 0 P BRA5 F AT BRI,
TR 26 o T R A B T B e R g P b L AR M BB B I E o TR SRR T REAE O ML
PN

(3) ety o« S 1 7 JLE P9 1 365 il T 240 B RS AR IR T P B — LE R A 4% : DX HLA A
AR BE B RAIK, HLH-A/B/DRB1 BRI F] f29F 4/6 ~ 6/6 A4 s @BE tRE Hb 3RAG - i 47 19 I 7
i P s T, S R A R A 2 JR) PN S8 AR, T AR i Sk B A B SO A T A E AT E 2 A
H A L] @)% A B AW HL A 320 i LR B @ b e F b “ e, AR
K BB LS AR B R K R R E AR TAL B (R AR — ST B E R E
AREAR A, P 4 M A 750 2 B (RS R A R B =3 %107 /kg) , I bk A B8 35 1o FH 32 B 5 TE
FRURRAT < A SRARA R ki 25 1 199 52 2 T B O R 4 L s, I 4 o 8 A P 4 M (R4
T I AR .

A KA I S B I A I 2 S0 i T 40 M R | SR A B L e, B R SR R RE L
WFFEREE R 1B P BF 7 S 7, 3 I 2% 5% i 1t -5 A o 2% S J T 40 i/ Rl A IR B9 0S AN
DFS, Jba A i B B 7 B B9 GO (1 R & 3%) S 5 B 43 IO 4 Il BB AL LU, AE AR KBR T 48
g A A i o 4 B A AR M GVHD e A R (H i I K S SR L CMIV il % 2 A A
R RIETAR AR

B Tk Z ATMEREIE , X TIRX =FUEH B35, T R EEF B EHFR SRR 4.
A P2 2 07 T B R R ER 55 18

B2 0 REASE R

PAARBEBAR AR RS A KB EEEERBIAEE . A, RERE - REEEA

e
u
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ZA BRI T AR, 30 WP~ (3 D ZAE R B e F VR HATIA MR Z LU TR E
@R B E RN XHZ AL AR T PEBTIR (DSA) | T R 8 6 vE 4% 1% {1t , A DSA &85
AR Z ; QR EFFERAE @B it E B Mt & 78 GVHD dEE & 501 Kk EfE R
F AR B R E R R R, W B L H RE ) @R ER G EMLE T, OF L&
ffaLs .

REREHEEMB (I HLA F4r5F 10710 HHE MAE &4t % Bt E THmEE; 88
# R L, T E HR IBY A L, HE — 2B A 9 A JBE A O AR A0 S B 10 10°, T AR LA S Bk
(50kg) , ¥ M40 B AR (A A REE R =>3x107), Bk, ZE % DA F 0kt
#o TEBFE B5E AR 2 0], e ok R B a1 it 3% .

SEIUXRTZIER
BE(BEFF)RITTHHNFRE, AAA TR KB E A TRBSF S, HBsAg
(+) ,HBsAb(-) ,HBcAb( +) ,HBeAb( +) ,HBeAg(-) ,HBV-DNA 2x10°# 0 /ml .,

(1610 4 ) st ykshis B i - % i HBF BF R 75 8 A gk e 1 it o

B 1. AT RIF RIS I H 2 BRI A itE

i T HBV A i i A4 4 , PRI 2 P (3 ) AT i Sl SR e 2 JFF A IKURG: , 7E BB AR 1 10
A F RSB G HPIRE T, ASHE A B T BRI 2 0% 7, T - BUIF 2 i 3 18 1AL . 17 Bl 25 B0 ATF 48 95
TGP0 B LA B Z B RS AT T W, 7 G 2 410 ) B P BB 1 3R YT BT AR B RTZ B
REPURHF CEAF R M4 x5 20E. HATfrs 8, BTt 32 # HBV Rk A
xR E BRA R B, REH BRI & R R BBURE FET- M0, (B e 4
. (5% T B W sl s Z 1T /) IRUBS: , 7E 047 B8 A 22 AT, I 3% R 0 P {1 1 3 1k P 1 s 7
for , FIE FE RS AT 28 T BB Z P e R E A P AR DR, GG A TR E WPk #a
I7 o FEERBH S X B AT E R R M

BRg 2. BT EE TS T/,

FER B AR R 2Z A0, 7 XV TE B9 & SEAT SR A9 VR A L PRAS N B RLZ RS Oi% it &
TR RSB O BER 0 B 7 it 52 40 R 55 DA B M S B 7 b B 5 AN AF AR O I B Lt JE 2§ 64 Th Rk 7
DL AR I & R B A TR AY s @R R A A AE 1] BB A 9 AN B m i XU, 2 B A e
S PR ) B A 1 R SR R AR R B A TE AT B R i AL B s o b A K 2 il O I 5T
e Xif Ak FE S AR A BB BUPEAS 0L 3R 1023,

# 1023 HEBEINEGIE

e s i) HBV-DNA
LR A HCV-RNA
ABO J Rh il 2 ( i ) Bt HCV

i35 Hi CMV-IgM . [gG
FREH $i EBV-IgM . IgG
{8 HL+ T Hit HIV

A= 4k 20 T I 3044

b= 2 NNGER S|

ESR HRIE AR

ZIFFIRTE gy




g+ anFanse ()

HENBBIE ?
EBGERFRAFRIER T ED TR ARLEKE,
BAEEBERBREEMER, DEEELRGEB,

G E A S MR, A K SRR E(HIV) %,
NS ELE S N

ol A

(FR%E)

3k

1. Lu DP,Dong L., Wu T, et al. Conditioning including antithymocyte globulin followed by unmanipulated HLA-mis-
matched/haploidentical blood and marrow transplantation can achieve comparable outcomes with HLA-identical
sibling transplantation. Blood ,2006,107(8) :3065-3073.

2. Xiao-Jun H,Lan-Ping X ,Kai-Yan L, et al. Partially matched related donor transplantation can achieve outcomes
comparable with unrelated donor transplantation for patients with hematologic malignancies. Clin Cancer Res,
2009,15(14) ;4777-4783.

3. Ballen KK, Koreth J,Chen YB, et al. Selection of optimal alternative graft source : mismatched unrelated donor,
umbilical cord blood,or haploidentical transplant. Blood,2012,19(9) :1972-1980.

4. Ciurea SO, Champlin RE. Donor selection in T cell-replete haploidentical hematopoietic stem cell

transplantation ; knowns, unknowns ,and controversies. Biol Blood Marrow Transplant,2013,19(2) ;180-184.
9= G M TN e L EAL PR R

AL ( conditioning ) 5 7 i ¥ 18 1L 4 L BT , 1L AR 8 24 0 A0 (380 BURHIR YT RARBEM 4
il ) o 28 2 B AL A Al e 32 1 ol 40 M B A ( HSCT) B9 o4, & HSCT B I 3R, Tl
KBRS DTS BR A P A4 T 4 e v s 22 40 i s @A T % 3 1. T 4/ ( HSC ) A A 42
AR 25 ] s DI 32 % i e BE R 5E , LAFI 4K HSC 252 {A A% K TiB; GVHD. “ BAHE” 75
Kb ER T 5310 RE AR S 4t 5 AR P T o 2 4 M i AS 45 5 1E L AR, 00 A e o bR 4
BT I Y B S5 T A 5 i JFC A X e 980 005 S A 44 B 588 7

e il T ——

|
|
|
|
:
I 5% %% il |

B KM, ST F xxxxF 1 AAd 2 HEBEAAR, & M7 WBC 2.39x10°/L, Hb |
93g/L,PLT 84x10°/L, 4 K T RiF i EmmILA 3%, BRALBEAFFTREF D% :
b b 61% , T LRt tuffe s Etmpe, B AR ¥ 37 S # e & f % ( AML- ,
M5) Bk 4 & 4k .46 ,xx,5q-[ 5]/46 ,xx[ 5], FISH:5q31 &5 EGR1 & B4k % ,5q33 L& '
CSFIR 84 AML ik Lk o XM EMM, T2A9 BRI A3 BAHFIA(E |
PRELFEF FTHREF)RT2AGE,LEFM G hB@ILS 5% 30% F 20% , 77 2 ¥ 1
RAREM., 5 A16 BF6 A 27 B 55473 BeE B4 HAG( & = £ 44 B sk . FTHE IO | :
GCSF2AF R, AEFHETOLBMBA T% F 2% , FHIZAHZTLEM(CR), & |
# 48 HLA B ® R 484, '
(1B 1) K — S R 7 7 :
R mEE NS CR SMRIT R, EANAIERIIRIT . A& HSCT M3l
HSCT J il ik A A . :
B2 WEHIT. ZEEFHEGIMAHERZAM N 61% S Em =R, o b EE
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F+E SEmFHEBBE

U FNAHHE LA AL, AML-MS 27 57 . B4 R A E AL S %, 38R fF 00 A8 1l , 4
Ak Sq-, HIRRBEA BN A R HLSEME(MDS) % £, B & & AML; 2454 AML i 51k
ISR 2 T RRIRIT AR IK CR, BHEIAE AML, Bl 5 A B 4Eilit <60 %, 45 HSCT #3& I iE .

B 3: AT AR HSCT? RIE4E AML 23545/, (K& AML M 3 o] gt £ [ &
HSCT, & f& /B & Pt A7 57 3 [ HSCT, v fE f8 & vl AR H5A C HLA & bk 8 B A sl 7 3
HSCT, ZB & AEfE MEGYE AML, 3 8 7 3£ [H HSCT,

BB 4. framPLEEFT HSCT? H3EHE HSCT j5454 20% ~30% 19 8% [ HSCT #1363 & 5
MAET-(TRM) fafif HSCT — HAFES . IHFRA Z M IERIFFE 7, Bk CR 1 (CR1) 175
FE HSCT g9 83 KW R AT A= A 0 T o alifby7 HLE SRk 1697 O B 3, IR e i i 1
CR1 317 HSCT, W 7E CR JF 8 ffT 1 ~2 IR ERIAIT E T . ZBE NEE HEAHE AML,
% CR g B Rt T HSCT,

ERIZR(—)

BETT A2 B FATELERES HAGL A% #2,8 A3l BAFFAZHHERE 1 4
HRAETMBREWIC2% , AIAEPRTMAEFTRE 1232 F FHALLE X Z4E,
FHLA Be & 5 &4 9/10 484,40 — BAL & B A R A (& 10-3-1) , Btk h e o8, B & 424
SR Tkl EXAKER EESFAR HSCT 4%,

#1031 #HZFHARBLER

(A=Y A A B B DRB1 DRB1 DQBI DQB1 c C
BE 02:.07 24.02 40:03 46:01 04.05 1201 03.01 04.01 01:02 03.04

{3 02.07 24.02 40.01 46:01 04.05 12.01 03.01 04.01 01:02 03.04

[ Bl 2] F—# dnfarkb & 2

BRE 1 R E, HIT HSCT A B4k H BRI, A5 B M X i ob B 4825 )7
£ 5EBEE MR M Atk sh 5 R £ AR St ACR S A Bk BB . 58 05 e 1 i 40 i Y
K 2 WHSE—KEN O K, AT BIALFER BN -1 ~ -10 X SiFEHE—KN+1 K, Kt
FHfE,

BRE2: [ BENE HSCT MM MR, M &R 428 HSCT /9 B /9 o 72  # 8l 1k
AR REAY 25 R

FBRE 3 PRI E IR, EREENESNRY, AMERREERF. AT
B 7K Ak , T A AT — i 45 K 4 Y B 2000 ~ 3000ml , F 7 F B¢ P 2 A i A, 9 577 44 97 P 9 9% = 4t
TR O ARBT AN 254 , SR AR O 2 F AR e s, — MR N BT L AT K
T .

[ [E)70 3] kb3 Ay B i S51E FRA 47

1. R IE % 5 i 40 ( HSC) fR A R A K A 25 1) . 3 o, = 40 i A0 5 i REL 400 60 7% 22 7E 1
I GRS B 52 Fh e B AL , 2 ph B 6 O 4 RN 4 L A 4 I L B U L S R R, Ak
FH T ok £ 2 L 5 v PR A L 400 o A, B L A 1), ERS AR A Il T 40 BT A
AKER S ML, RS M IIEE, BIFEA

2. MG RS, LIS % GVHR il HVGR , {8 #F (it (A1 i 40 MU 78 32 K N 77 05, By 1IE 38
HIHEF F1 GVHD, iK 3 s it 52 R 45 .

3. T BR A P A R SR A AE T . 6T I S T A , A R R K R A
i F B B, PR R, 0 B AR, R Y T A B 5 R R K R — B AR R IR YT
B, eSO M, 38 R 1 T R P T R AL B X T b b o AR A RS A S




A i P | BUA BRI B 78 B 2 I 40 M Y B AR

l

| A5, #RI R AR E K GVHD,

M4 1 o 1 R (GVL) 3 M40 4 A 1 (GVT) « b oK B 4 3R ) 0 245
| HBREME B A B, GVL 5 GVHR A — R AE M, R R ER BB R G
R % b B E AL
| BERBMMRKE (HVGR) : RE LN R EAMRAPA S B YN R RS, P E

—\Z"o

MY ABHEPRARIBEDHS

([EIFE 4] ToishB Jr ek 2 ) £ B A WL ?

BEMAETE NS TABEY RN

AR 407 £ KB (GVHR) : 45 8 H 40 o 0 B0k .0 40 3R Bl Ao ok o 76 3 4 8 o 4
| WEERE L, EEHRATAEARA S, BEAETEARMERTE(AXHA L HH
 HELHLA) 1 4 FRA04, #0E CD8" i, 71 Il % 4 F F 494, % & CD4" L, 41 JE £
 EHEEABNMEE#MMRE, NK M4 TS GVHR, GVHR S %4 4 B ¥ #

#+® anfamsE ()

FiAL BRI 77 SR B2 ) W 10-3-2,
#*103-2 KREMUHNMLEAR
T i AL H O 5. (MAC)
FE | BAR R ik s
TBI-Cy 120mg/k 60mg/k 6,-5
mg/Kg £ 3 TR
i 12 ~ 14Gy 2~2.4Cy(2 Yo%) | THOKIACE Lh =3, =Bl
TBI
EL’/CYZ | 12. Bmg/kg" 3, Jmg/ks” ;8"0"651 ke” BRI | 5 6 5.4
Cy : 120mg/ kg 60mg/ kg S 1h -3,-2
e BBUAL TR (NMC)
TBL/Flu
2Gy 2Gy 3 ) 0
';:31 90 ~ 120mg/m* 30mg/m’ SRR -5,-4,-3,-2
u
A A B AL HE 7 £ (RIC)
] [ o 3
s 150mg/m’ 30mg/m’ EPRER D oo | Sn
Flu £ 4.0 i 9 Sl 0.8mg/kg” , #r ki | -6,-5
fix -4 ~9.6mg/kg -2mg/kg 7, Q6h (-4),-3,-2

* BRI S 2me/ L, B | mg/ kg, B K I 4mg/ke; TBI: 25 B4 ; Cy  SRBEMEME s Bu: DA 2% ; Flu. UL B2

BN LG b ARG O 7 4 5 A (TBD) B9 D7 SR AR & TBI #9757 % . TBI R
U5 B8 TR T S T S U7 £ A S R i e A 5% K o 4 M A B M 4B . TBI 94
FHBC T B 0 R R A e SR IR AT RO R AT Hh 2CGy E 7 ~ 8Cy; 2K IR AT &
#IHE 10 ~14CGy 7 B RPK,TE2 ~3 RNSER. BRI 7 ~8Cy, Al bRk i #1625 R 48,
T T2 SR, B ST e, PR BOE IR, IR R ERERTEAN S —EE
PRI, 700 A 3K, 2800 A A 5 AT 4 K R S 6 5 45 0 L B A R R B /N TBI i 170
BIFE R EEA B A B0 R TS BB SRR , WA B A R, B R B,
I RAEA B il e B A AR EAE I ARIRBEA 2%, mARA MR RR, BaifesT
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F+E SEmFHBBE

F) FIUAL 3 7 5 B S8 A A7 R A A A7 R AR T TBI A EM R

B2 WHTHAHAAEELY .

Lo )22 (Bu) e, 28 MR A0 i I 14 22 B3R T 2540 , 8 K LA AR o Y B
MHER , RE MR A B 25, DR F R R 2mg/ Fr | 15 BB B04L 3 % FH BN 1mg/kg, Q6h,
B 4 K, BRI 16mg kg, F IR G5 K 25 S BB AN E . T4, #0bk 500 7T 615 5 47
P25 3 12 28, MR AL R 04 % A 24 , 5 FHFRE R 0. 8mg/kg, Q6h 4 K, B4 12. 8me/kg.,
LR R VE A B ok RO (R R R R R UTE ATk . FHZG RGN W LS TR
T2 T B A

2. FRWEMERG (Cy) IR %Ak, 76 i N 22 i 1 P 4% Ak R 15 v 9 5, 040 34 14 % 300 Bt
50mg/ (kg - d) ,# 4 K ,5, 60mg/ (kg - d),2 Ko HACHE = 795584 B8 D351k, ) i 1 19 Fb
RAFHE WAFRIER . Bigh 75 RE IR , 85X SF B K 4 UK, 7630 Bl 4 251 2
NS FIZE25 05 3,68 /NBY 45T, HOAh 9 HE B A A BRI A LB A O MR i O JEE A A

3. FUAHLEE (Flu)  BUEBR T 0 UL AT IR 2 , TEVR P9 B9 2R 4 2 2F-ARA-A, AT #)
fill DNA \RNA FiI#E FI A AL, BROUIP IR AE AL , 08 55R A S B M I VE A . & RIC A1 NMC (%
FZ5%) , % AR R 25 ~30mg/ (m® - d) S Ko HLEIVE R o B BEmH) G i) b2
P I, N FHIZ 2 S i o i 0 2 BRI R A 40, LB L4 i AR 6 GVHD,

TRk 3 WM S A :

L 0N R 200 e/ 0 B 4 PR R 2 1 (ATG) ey AR b B 40 e A 4 i 932 s i 3k 45 1) &2
SEREBT LY il & A, W I sh A R SRE . BRATHIAR T ke 4l sh, xt NK B 5 540 fifd
FA SR A0 Mt A HD AR T . 3 F BB GVHD , thA5 il 15 SR M 4 N, AR HERE A B4
Mo FEHE ATG R UETIAIR] , [F]— il 77 & #5485 B R Bt AR R AR . % LAY IV FH 28 R &
I o BOURON | IV AR L P R4

2. FIE A(CSA) F5E A BBREEIIHIR, &G 1 AFEERMIFREIK, ¥ K
IR AR A 2 ~3mg/ (kg - d) , 20 PIRA T K 24 /g bomiE . BEFREEEEUCH DR,
4 ~6mg/ (kg - d) , /- AFK,QI12h, #EH4~6 NH, BHEE3 ~4 MHANBLBEEES, =
EHRIERA &M 2B T EER, “EA TSR E SR L wH .

[ 1610 5 ] o] 64 T Ab 3 7 58 7

RRE 1: H K HSCT £ /2 5 5L H HSCT? [ {& HSCT B, 15 M 4H AR A B34 A &, 6 T Mg
PR , THUALD T 7 A A A 8 4 i A M — 3 728, 30 R P T R ek LA 38 S 5K R HISCIT i s 1ff 40
LB 55— M, AL 3 58 BE B 18 ) bR 40 B AV A, th 222 B s e kI VE

B2 fHARE., BFREMELRIEESMEK? 2K HLA B EAHE 7 5 il T 40k I35
FHE L E B B I 38 F HLA 66 R itk HSCT B, GVHR 1 HVGR X 8842 , i H At
P HE SR 2 AT RUAH A SR AN i A0 A B A 58 2 A A E R, GVHR F1 HVGR A X #5258 , 7
S A5 0 10 S 28 0 4 AN AL T B8 BF L 0 TBI-Cy 5% Bu-Cy 2525 Bl MAC 73, A1 i F 40 a5
B BEAGE I E S AR A, TR RS AL B T R .

RBRE3: BEEER. MR g A R AR b B 7 A bR 1 5 9 A B R P A A AT
I, 28 T4 B B i o S T RE , B AT CRIEAE A T 1l 200 1 4 28 3 1A PRRELTES 5 T A RE ek o s dn
A1 0 555 /N U 1 o) B8 2 14 fR 88 R  fo (AR AR, | 30 5 B2 5 B T i R R A . R Y
AL A IER AR RER S R T R W EE SRR, F e A BRSNS IFIE
A, NEPEEE ) AL 7 G240 Flu-Bu 55 NMC 5 RIC,

BRE 4 T4 PSR BE AR, 300 R VR R EGE , BRI ME R . [Htk, TRM 58 & % 5
S BT K,  R B P R 2R VAl . IR I BAR K, (B — RO LT, IR T & fa M vh 1



g+% snFamsa (V)

FIM , O £ 22 L) Bu-Cy & Bl ik #0758 (% 10-3-2, /4 10-3-1) .

Bu 0.8mg/kg,q6h

Cy 60mg/kg
ATG 4mg/kg

gy

L el s
-5 4 T 3 _

S o N a® g
|1
CsA d-1,2~3mg/(kg-d)* d+90REWE ik d+180£524

=k IR, 4 H R 44 25, 88 O IR 30 AR, B R A, AR K
MTX: I EE0S; CsA: TR A ; Bu: M 2% ; Cy-3ABEMERE ; ATG:Hi A BaRR 40 Bk H 5

B 10-3-1. Bu-Cy+ATG FEREM AR MR

|
I
|
|
|
|
|
|
I
|
|
|
|
|
|
|
|
|
|
|
HERIER(D) :
*f & & # AT Bu-Cy+ATG F E M4 2 (LA 10-3-1) ,0 £ 47 £ % 44k 5F A do F 40 B iy [
i, @A AB, 4 MNC 5. 66x10°/kg, CD34" 4 fi, 7. 37x 10°/kg; FA 4L 32 +4 X #: A 42w :
Mk Z B, +5 RS R mEE %N AT 300g, £ FiEs,1 /8 , ALAEKEEG 10g, |
RS, k8,25 %, +9 £ WBC B £ 0.01x10°/L,PLT & A&H £ 6x10°/L, +9 £ :
HriE B AR 10 £45, +14 R P M EMAE>0.5x10°/L,+18 R f h#>20%10°/L, +15
.?.
AAMHBAF T hmiesd L Esk, & &% 46,XY,FISH & LF % ,SNP-PCR =44k
B

#97.62% .,
-

-y
cu

s
M4 BERERERBENSENRE S

FHERAEMAC) PR ENRMRFREZNEDN R L SR EE R,
PR pR 3 i fo % AR VE , L2 B 8 TBI-Cy #n Bu-Cy ¥ R h R k. Fi#ELEL~3
FRERERE FAATEHEHE D REME fo 4 R D, 0 TR b F 4 804
HEBASBEFUERTEOIRRER, REFTEBHEFEARERK, ATHAESELE
M RER —RRAFNEE, BEAREREHEAXRTERE.

FHEMALE(NMC) FE(EH1032) . B EMH R ERBHF W REE KR A
A, 1% Bt fh i fn o % B 48 M 7 . 4w Flu (90 ~ 120mg/m’ ) -TBI(2Gy) 77 % . 4 i E B 4
(TLI,8Gy)-ATG 7 %, X%k ¥ £xt F i R4 0 H KRB, o 40 R D 0 F 2 6t 18] — &L
BT X, At FTap bk s stk iEs. BHEEHLE
BREpEh TR R RERAKARA EVHEN — A ARTHENRE 2 40T
(DLI) &% Hi4h 4% £ KK (GVHR) 4| EF Wt fo o & R4, RA TR xR A &
b, BHEAMKFRESR TRM K & RRE, A TRECSHRZEWINE . FEEBRAHE
REGAEH ERRAFAREEFEHAREG. REAERLE(RIC) 7 £: /i Ak #
EERMACHK NMC & X W FALE 5 £H A%,  Flu(120 ~ 150mg/m’ ) +Bu(8 ~
10mg/m*) & Cy(140mg/m’) & Mel (140mg/m*) % , X %y E A P X BEWFHE, £
HSC X # Mo B ¥ HAFAhE i FSE,

227



(V) g+% snFEmsE

High s
®.® e, @
A A i DU
© ® @
manns o 6 @ ® @ O @ ®
(ON I @ @ @® ® @ O
i — - e —
ERE o ey -
B PR RS SEftk

AR xARE

@ m#FHsC @ Mg @ fkHSC @ BHARELNE
E 1032 FEHMMTNENRENETLAERERER

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

|

)

| BRAaEKS

: SREELADFARSHE EENEh AR EEERBENE D ARRA, THEANYE
| MABEBGHEER FAEEAERHEARA, BEAREL ARG LG, 2 EER
L BaE, —MERE G H>95% , TA N R E A B A, T <5% R 4R i 40 B HE T
¥ PR LENTAOERLER(R2AREFR) hA(R24LBFR) LHEE
3 PCREAMEFH A tyE &8 &4 575 (STR-PCR, 1./ 1032) X £ & H 8 % A ¥ ( SNP-
g PCR),%. PCRyZRENKR  TH& THELAR B AKANTE L7 @M &£,
BART Mt S AN, 2 R 1 40 B0 F B3 89 1R AE o

|
| [ (G150 6 ] Tk B s i 4RO Vs 8 % A fer b 7
| R 1. ST AN T — M B4 R, TR AR A A N,
| BB R ] TG AR i 0 R 9 B 4 LR CD34 4 RO AT
| MR MAC B EAUE+3 ~ +7 R SURAINIGEE , f/MR<20x10°/ L, RLATHIGRE i 3
LR AR EREE 1 R S 7 R 2, 644 T 0 0 /AR R
U gE TR A AR .

| BB 2 AEARHTE LA BN, 3 K MR e A I =0. 5X10°/L,, /MR =20
| 10°/L S 1 KA i D A TR A S ], — SRR +14 KA A

: BBk 3 FALHIE 7 W B ShAE IR PR FE A v R W A b B O R R A
R B I LR IR R

| B 4: ABO [ IR A HSCT 24 v 1 ) 5 B Rk B0 M0 0 MO P66 . VR 49 632 A 0L
| % ABO MERA HSCT, K% F O LT AN, -4 (B &) iL/IMGE , AB i3 .

|

|

|

|

|

|

|

|

BEEHICR
+28 X 7 # SNP-PCR A6 A 99.77% . +35 R A& R A L@ Wik TRk
s A, @R>50% 458 h & CVHD( AR, MR , T ARG F B4 BHASE
+180 X B # M A%+ CR, # &k 46,xy,SNP-PCR 4 99. 86% .,
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[ [B)ER 7 ) B AR 3 ) 1 A 0,
FRE 1 e WIRE T, WA A BT R SE R EERIE A
B2 R ERER.
(ZK)

B3

1. Bornhiiuser M, Kienast J, Trenschel R, et al. Reduced-intensity conditioning versus standard conditioning before
allogeneic haemopoietic cell transplantation in patients with acute myeloid leukaemia in first complete remission ;
a prospective , open-label randomised phase 3 trial. Lancet Oncol ,2012,13(10) :1035-1044.

2. Giralt S, Ballen K, Rizzo D, et al. Reduced intensity conditioning regimen workshop defining the dose spectrum
Report of a Workshop Convened by the Center for International Blood and Marrow Transplant Research. Biol
Blood Marrow Transplant,2009,15(3) :367-369.

3. Gérard Socié,Reginald A. Clift, Didier Blaise, et al. Busulfan plus cyclophosphamide compared with total-body
irradiation plus cyclophosphamide before marrow transplantation for myeloid leukemia ;long-term follow-up of 4
randomized studies. Blood ,2001,98( 13) :3569-3574.

4. Copelan EA ,Hamilton BK, Avalos B, et al. Better leukemia-free and overall survival in AML in first remission
following cyclophosphamide in combination with busulfan compared to TBI. Blood ,2013,122(24) :3863-3870.

VO T AR R IR R BT

X 1L 40 RS A ( HSCT ) J AR A I ¥ 2R 0 3 M 1 28T, ZE MG IR it B2 b, fh T
oAk 2 46 05 A R ALK I\ SRR S A U2E , W PR — 8 G IR AE M R A, I BB
Pt £ (GVHD) LA R S & %%, CIBMTR 4¢it HSCT JG3ET-IR A, 45 R Bm 49% KR RRE
KB, WA 17% M 12% 5350 5 GVHD 355 I T 2 5]

EIER A S AL RN HSCT JP i B H N R . BEE &M T RBHEAN#AL, & 2
FHERSHT LA TR ER#EL . W0 GVHD BT AR F B BT MPUR R Y (T HEE
Y1) ERBIGE R BB HE # 5 FAEAL B RO T 2 A

BRINZIER
BHBH 2 % B afot SRk EmIEd hmiT T HLA3/6 484 F A B b F
MABHAE30 X, B4 RiTHARFF EFHE AGH X ERHAFEEIALER LR
(B 10-4-1) , R5EFE, LA B LME, #& 4 aGVHD, 4 TR R A Img/ (kg - d) (%% 60mg)
BT AR RAE S IS AKAHE 24 /) Bt RARE 800ml(6 K) ., A#t—FETHhS,
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()& 1 ] anfef iz by B ab 3,

BRE 1. S T 40 RS IS A % 52 W .

BERIEERKEREIEZ (>3 K/ K) , SEE RSO (s &4 Bk, 5 2 &
AARTHEH B B HADRIEENEY)) o 52k B i T 40 A A S A IR TS %5 i B B A

Fam R 432 , B S IS P 43 BB e AN IR P . MEBEHROCIR ZF FOFF T L 40 05 7 | RS
BE ORI RE LA S S BR A AR O R LA R R T . R IR RS S AL B
LA J#iE GVHD,, GVHD ZRAH G BETE A Bci WA R A

Femf )33, BAL BRI Bt R B e B (1 ~2 J ) , IS5 0 eh Tl Ak PR G IR 4645 = 3, X
FIREREEE R BAE 2 FANER. EBEMON 3 AN, BIEE LA EE R i
aGVHD '

S5 R o L T 240 MR AL TS 0 DL DR L3R 10-4-1

#10-4-1 FEEESOTFHARBEGESAELEREA

BRE 1220 ¢
MEBEBAR ZF FIAT i Ak B #E
44 A 2 SHBHYYLE ER
R i TE AN R
RIS fia 38 A A ok
N e N ZYRIfER
HEHRR
HAb A

BB 2: aGVHD [i2 i,

BAEYbUTE R R R i TS o W& HEZ — B TREYH AR
P T P A 0 M X T A AT S U B T e B AR I KRB 4 SRS
RSB Y BT £, aGVHD 9 &k A4 R 5t H 2% GVHD T By 1 s 55 2 % 8 2 AH % .
aGVHD BeH B R (#0385 0 B ik AN 38 , A0 B A MR R B Je 8 AL R T JBTE . 57
HE PR o T A0 MR RS A S 0 B B W WO S MR Y B TE 308 (acute graft versus host
disease,aGVHD) (BTG5 5254 3 U R AT % 5] . aGVHD (9 B 2558 % R BE 292, i Al LA
KunBR A2 IR, ¥ NTFE HESEHAIT R B, B 25 A RER, ik
PR TS A9 HiE GVHD D75 2 5 i 8 i 2 R (W B 40 2 ) (HEERR BRI 25 MU 7 i R 2 it
T, FFRE GVHD % 505 8t I R 2590 3 4 JF /DN 8 Bk A SE £ 2 4E (VOD) S5 247 2 51
AR RIS GVHD B8 b, {5 ey T I PR 52 B o 20 2355 46 f IXUBS: P 5 B 65 SR A JE 1
GVHD 213 4 & T Hu5 f l PR R B o

FEW 57 aGVHD B2 , EAREA R AR M2 REEH#T AR, AR RBEA D HEH D
95 HEAT RS BE (S R Y Glucksberg 23 2iAR%E) . H AT aGVHD 23 I ~ IVEE, Il ~ IV EE R
& aGVHD, GVHD [y 4+ BE 5 H UG A Wl s Al e

B B& 3: GVHD MHLEIRYT -

F4E ASBMT $5 75 K BCSH #5713 , Wk B K [ FIRJEJE | ~2mg/ (kg - d) | & aGVHD f
PRI . A —RIBITIE 3 RS R 5 KA 5 TC B0 , 25 FBORE B R B R Tt 24
RBP4 F 2RI . BRI ZZRIT I REIEEKSNEST (ECP) (A K 2 R B g Rebi ik i a
WIEHE FHEBiN P R EMREES . LA REN ZLBITAY . aGVHD K77 0¥
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i 93 B — 5 B AR R o B — 8% B 8 R R AR S B A 0,54 % (PR) 245
o B RAEA T B IABBIMGST S0 T B 2 0 — % i B AR SR 9 56 2 AR 48 e B 2 B4
RIEH BEZE2KE , BORMIEEL— AT M PR LU LR, i FM A A E—8E
Y

A AT T R WAL EER IR A RSN . MEHAT T Baa, B R .
TEEA SRR A 2 35 0820, JR ke T DL T/ ) B A i, ST 44 40 M 484 A , /N L 3 , P9 5 4 I o
i, eREA Gt . CMV BL(-) ,CMV B (-)  FFBR 6. JIRR (-) . B IRR A BEYHE £
Mo LRENHT, EE HRTSWITT & aGVHD (B JHil) » Bk RREL 60% , Ky 2 ;i
1 G SRS EER T EE

BIRE R B R R TT 3 KI5 BK B , I a8k o2 , PR Ah A 2 IO Ay S JR | I 4 T 4%
AT o SRS ML BF 5 B R Y B8 ) B (20mg/ 3k, 58 1 K BB 4 K BB 8 K LUE | 1
W) MR —E367T ,aGVHD B ME K 86. 8% . LB EIEMEIRITHIE 4 R4 T EAE BITHE
I7, 28 5 FIAIT IR & GVHD 53|52 52 1#% .

E_RTZicxR
EEXRWMAFAL R FaRBHE 70 X, ABAKK2 X3k4, KB 5% 37.8C,
AT ok R AR, R R R B A 6 e, 4 e 49 BE it 4 WBC 4. 6x10°/L, Hb 107g/L,
PLT 125x10°/L, C R & @ 6.0mg/L, % — J B 3 & 4 20 00 M & 40mm, R 35 %

[ [al@ 2 ) dndar kb3 7

B FA T 40 MBS A IS R 2 2 .

280 5 B PR 3 1 T 40 M RS AR AR Y A I — R BOR 1 R 3 R R R R TS &
AHHIE , T I PR B A AT VR4 A 2 512 T .

e B A, % BAAT LA 43 g R e i R AR R R etk 2 #A . b T K i YR BF 5T BT 1 [ B
i s, SRR i T4 AR S 100 K LA EE R, BT 575 H & il T 40
H RS AR A8 R DD REAR BEAR T , B st 4% B e i I B0 A 7T RE - 3UBUR . BR A L 9993 J 4, X
T 35 4 2 AL (A0 DA AN 55 A o BT T S MR AR T IR SN R . B AR
B iy T e T REAS [, F UL B e SRt AR R AR [R] (3R 10-4-2) R utE R IVH 555
FAE: 3

i T T R —

i i

F 10-4-2 F[EE R 5 L ERER

HA - HAJR(I00 Ki)  BHISHM(100 K)F)
G e BB B Jie R B AR 441 i S Bl B CGVHD Hi K S R i b
AN = GVHD SEipil RS2 M SR BRiE B
B UL I G AT M CMV A
5 i 3 4 i 75 PCP
ARG T EBV Hh
SIRE B AR B

TE RIS HIS Wl B b, AR 3 AR R A To0 B T3, BRaE AT R = il SR R
MK R W AF AR A AR B B TR 5t , B A R 25 IR AT A U B IS G (4 CT 515 F i fii
S SEAAE L ST AL S R SE ) BRI . eAh, — B A AR R A B T2 i, n C
F Rz 1 (CRP) Sh A 210 40 TR 5 | B 405 3% I | o 2 T~ 2L HF 88 RO IR AR 0 L 1, 3-B-D -7 SR 4
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F+E EmnTHamBE

PURKI EARF R A S, U5 K5 i ORI 25 T BT 3 A B, 7E 40 UYL & I 40 R g
AR AR B 2R YIBUE £ (GVHD) Koo M iR 4 i sR 2 1 ( ATG ) 2 i a] tH B CRP B
BT AR ELRRY AN A TR A8t GVHD S5 & A £ 7T B CRP 22 7
=, I SAAl #E R Y CRP A

SN, S R i T R MR RS R R AR R T R IR . 7RO R
A , 25 HER YT AT LME R S S Wi B2 — . (B8 iR, 258Gy e E B £, i
2 N IZ AR 3 PO PRARE A (BB Y 7™ B 2 A R IO ) A il X 38 AR B e, A0 5 1) O
R TAT I A 25T e B R 2t A BRI EWR L RIGIT . [FE R %A 2 56 v
IRYT I B rp G ZGE SR B BRI T LAIA B BARIGIT I S A0 T R B o R X 2 e MR
I7 9T RGHA TVRAS , B it A TR

R 2. S AL i T 40 MR AR S il % 1236 SR .

S PR s T AN R A S I A 4 L (30% ~60% ), 5 BB HE A EFE T —2F A .

AR I S ] 23 AR R R et . AT E WM EE S E AR, JF & W T
RYEMREGAIE PSSR, Jbat K% m BRI 7 5T T 1998 ~ 2001 4F 4 45 4 4Eh
255 o) S PR s i 40 MO RS AR 52 2 b R A BB Bl R B BT RE, 45 SR B R 66 ) & A B LIS Il R 1Y)
BE R 72 B, BRI 25. 9% s A/ B B RS A S Bl 42 12 Bk (16. 7% ) , B4
HEL s il A6 22 Bl (30. 6% ) , 7 R MET R £5 &1 36 Bl (50.0% ) .

FRAE AR 2E AT 25 0T LAAY R SRk A SR I8 . SRy 478 25 5 5 Ry et e S 3, I BB 4%
IR, IRl 45 T ARBHEIRTT . VRIE M S A Bt X LA DX 3 JER e M R IR e vk | 8 R A A &
PR 9 25 A AEFENG R R BE L I8 55 51, S B Bl i Ve A B T 45 52 W5 .

Xt T A S8, B e R e v A A0 T Sk T R R/ BT B E B AT 22 50 0R T 1 Rl
fT7 G.GM ifil. CMV/EBV/ADV Jig3f 40 BE % CT Fk & . 45 R 4R M3 CMV-DNA # 01 %08
4x10*/ml, HA A A oK W5, M0 i 2 pE s CT R B B8 . H Bl CMV BRI 531
{15

BT HE %S 10mg/ (kg « d) BRIKIAIT 7 K , B A MIEARBGEE , IF B F 0% R BRI E , 1fn
4% CMV-DNA # 11 ¥R 5x10°/ml, ifil 487 27 3h ik 58 43 FE A S8 mmHg, g H- $27 Uil £ % [a] &
M, 2 CMV-fifid 44 F B E % HBA AR Bk E (67T .2 J G W i  sh ik 2 R
WA IEH .

B 10-42 WhHiZ &ERESRE
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E s E MBS

E 40 /i, 7% % ( cytomegalovirus, CMV) B 2 % %A DNA f &, 0% ) 2. ER—ME
ABF EHEENRE, LAF > PEABEFY IR L BRREL HCMV #RE AKX,
— BN ERAETR, EMNEFEHE A4 EZLERBERE. HSCTEZ B THM &
EHRET ,CMVEFHaRETaRME THARAN&Z FTFRR LR > L 4K
HPF,HRECMV EHERSE, HIMV ZR EEE O THRBHERY LAFEZL —,
4 F CMV #7E (reactivation) f2 CMV 5% (CMV disease )

hEAEMBFEARFTEF N EERE R BHE 100 KA CMV BRI R ERE
C FARAEAS FLEEAHABHR DL X ABH=-HERE T 25 N 17.5% .66.1% .

45.2% . ERHMBE AR ESETE, ZABHF X100 R CMV F Bt R X554

5.6% .9.4% 22.6% ., CMV B X A F 5 R X FE O THARBHN T BHAUEZH
CMV i #%k A . ZFHEZ CMV F 7 .CMV BRI F 2L EHEA X,

b5 # # & 7 fr K k. % i& B 7 ( general prophylaxis) # # % 7 7 ( pre-emptive
treatment) , WA M A RAREL FTARFHAZHT AT, 57 KB # ik
M, THRD CMV B A A E EHRCMV AR AFHFE, TRERDARBD . #
EETREARAECMY EMBZFELL 4L CMV B M #THAEET -

CMV B M ZMBE/ AL P TUEFRDY CMV KA S CMV 71 /E, HCMV &%
EROBENW. Gl FENAE . PEAEEEF. CMVEH AN ETERELE A
An i R o

FE=RNZiER
EH T b TFamlsis | £ 48,74 0 miEt 4. WBC 20x10°/L,Hb 80g/L,
PLT 43x10°/L, B4t E: REKCmB60% . ¥ 5w hF ik B b TS H G ik
FHER R AR —F B FHS,
([ 3 ) andaf s — 434972
S B% HSCT [ & &y Ab 3
1 i T4 MR AE S A & 2 48 - B A A I S TR AR A > 5% |, B E AT —BESNER A B R
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K. @YEAIMAS HSCT JFE K% H 10% ~60% , S ATHRIRA \HLA A& F2 15 5 H fisb 21
FRRA K. WIEERIAL, 7T LA SN R 2EE & A Ao & MRsEE R e K

EiMTHEBEE —BER, SRR E , ARG | FREREFEN 20% ~30% . HHT
FEXTREAELIS B R A9 T B RR 1T UL b B 40 M e ( DLI) | — k57 5 B8 3 o - 40 e .

HSCT J& & & & 852 AL ST 9 0 i R AR , 45 B8 B R AX 12. 5% , H 5% ff 2 F5 ik () 4L, e 2%
100% PR K, 1 FETHREFFRR 0, BIIER (<6 1A ) H M FAL AT LI TR 5.

K FHALST -6 B B A 6 22 0k E 4 M A 1 1 2R ( G-CSF 3l B3 Y 4138 4 JA i 1 490 0 A 1+ 7
) GVHD B ) 167 2 i 57 5 18 1 1 T 40 MBS A 2 &, CR %3k 64% ,DFS36% , 2 & T
AL B .

g b, R FE R HSCT J5 2 R SGR miGyT FB, R, h T m e s A |, B AT i
M RBOFA—2: OB T B & S ARBE HEH O BRE L 2% ~20% BEREEA ki
DL ;@ H BT R BRI A PRE R . R S0 87, Xt 20 1] 5 AT — W R AR I Sk
HAFF R 30.9% .
BELFHREIE T RAE . T B AR IO BRI T 40, B gk sk i
ZALIT AR BB BB, BRI,

m — D —
§ ERMERER
FEEEOTHARBHELL G SHEEA L - ORFL . SHE 2 KE 81 &
| M (ALL) B R B R, A M 40 4 % (AML) % 2, 48 8 % B & 1 # (CML) &
ff. OBHMARRS BHNLTHR/RARS BHELREETHHNL FEER
A, BHMMATFAMAMRE —KEEM(CR) A CML B MM R EESHELLE N
- 10% ~30% , 3 F R 4 S v 3 1 A U A S0% ~80% . @k K BKBHE LK
 RRRABEE AAESHE AR EESEN, PO X FBHARE T A%
EHMRRAHAHANBHLRETRHEE. QBRI AFTLE Y FHEE: — &
OB E AR ERE R MR, AR T ARG R SR T GG
ARERETHHIK, 22 AT HTAE Y ERATHBAE Y £ THREMKALL &%
BHEWERE, OBHEWFAE ER(GVHD) K 4 HH /5 GVHD th X 4 A R 2 &
GVHD By R A H B FHEBHE LR .

F15 o7 - o
HE W B AT

{4 k. 48 . % 7E (donor lymphocyte infusion, DLI) 4 —fb st 4k M B %257 %, % E
HHAERFEHAR DKE AT EERA LS B E 0iF(GVL) A, 4 1 #1 )&
KREFRAREW A RAR AUBTER, RETBHEEELREXNARFR
2=y

HEDLUBWAEZRE DI XA MM Z DL 5 GVHD, 7 X AT £ 5&, R
AEEEHRT DLI M 4&FEHKE, T M DL X F#, b 7k F o FUR #F % Pk
H G-CSF 3 R J& B 51 JBl ofu F 4 . K % 4 4 & (GPBSCI) 45 & 48 42 % % 40 4l 0 09 B2 R, JL F
FABE T HEMEX A4, B BFMEMT GVHD K 4 £ 1 3 Kk %8 GVL B kL,

(RBRE)
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1. Wang JZ,Liu KY,Xu LP,et al. Basiliximab for the treatment of steroid-refractory acute graft-versus-host disease
after unmanipulated HLA-mismatched/haploidentical hematopoietic stem cell transplantation. Transplant Proc,
2011,43(5) :1928-1933.

2. 4%, P22, XA, . C-R R R A TE B R LS I A AE 50012 W By RS b B PR AR L. o S
PB4 ,2007,27(6) :452-454.

3. BBEE. LT A0S AR ISR TR AR PR 47575, 2006 ,86 (42) :2953-2956.

4. BRI 228, 5. 59 E D T 40 B R A SR E 3R G B R A A0 R B R 2 T AR
IR I RE . A i #EF 2%, 2009,30(2) (77-81.

5. E&d R, ERE, %, RR RS R M2 AH & HSCT J5 B 40 s 25 2 I FRAT s 0 e . e 28
HEHZE,2013,34(2) :8791.

6. HEREME ARG TR 8o/ B R 8 A R 2R AR 2 W bR oS 16 7 R (38 4 WABiT
hit) . e LR K 2013 ,52(8) :704-709.

7. Yan CH,Wang JZ,Liu DH,et al. Chemotherapy followed by modified donor lymphocyte infusion as a treatment
for relapsed acute leukemia after haploidentical hematopoietic stem cell transplantation without in vitro T-cell
depletion : superior outcomes compared with chemotherapy alone and an analysis of prognostic factors. Eur J
Haematol ,2013,91(4) :304-314.

8. BRELL, 122, BRXK, 3. U572 8 38 L T 40 RS ARG T B AR R B R S8 BT M & 2k, e Rt
Z27%:,2011,50(6) :489-491.
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= NI K I A R R Y

a2 B BE B A BOAR T Bz — i AT 09 25 H R 4h 70 8 8 L Hh B = i st
JGE o IR A I B AR R W A i 1L 8 28 i o A A2 AR 43 It AR R FE
Mok 98 )9 P o L9 A R g o AR IS A 2T 4 1 PR Al i, 0 R 1 9k %
SRR R, T R il LA AIE B B HE AT L VAT, 129 L B U ORI A I 4,
R R S8 4t 2 i 1AL 5 A2 A B

& ER 7% Bl
BHBM56 5 A RBEZIH FHESBIAMAA"AR, REFLLK Kb ZAE
4. & EH WBC 23.5x10°/L,Hb 56g/L,PLT 40x10°/L, HCT 0. 152, F#M T =2 H
e G s (M2), &4k /& 120/75mmHg, R st KR A L b s BEFER(+),
Rk, R 10 R/ 5 HF EBRERARRERLET BB TRA, BREK
i, Tt RAE BB RE B,
[ 150RE 1 )i R 7 B il 2
B Sl —ia XTI 87, T RS | A A RS R 154 | G AN 6 A It Y e
T AR A 1 22 4 B — T T B G, ] SR I 1 A LA AR R I R AE
RBEE 2 B AR B 2 S L, 32 B R R L R R I BB AZ 0 s BT M,
R, PR B = 0 IR E IR B SR, A B B 5 O B L RS RE R, Hb<
60g/L,HCT<0. 2, J& 5 B 7% ifi , 45 % if 5 1iF
BRg 3. RE B M/IMR<50x10° /L, {H G Hz bk 56 B I 28 i 230, ] 87 A6 0 afi /AR
[ 15 2 ) 2 58 4 e B i 4 1 2
BB HATIE R L2 7 20 B i i i B, — A AT A0, AN 4 i
FRER 2 R4 IR AR P2 B B AR 4 1L A 45 b B A3 R AT 43 B, 3 i) o) AR v i R R ot YR A
G Chnafi £ i 3 ofi 3% B 55 ) | R AN [R) A 7 B A A ) I R 43, BV 24 I B R, L] sk
B R A O i 5 | AN R
EBRE 3. 4l T AT Rl St et 51 A A4 i 21 25 1R i 25 G A R T BT 1A i SEURE IR .
A A TE A BN E B 4 b S A 40 AN R , BTS2 i # AUk, RO i, BT
il A 24 i i SR 5 4 afin #4414 L2 ot 5P B A 04 A 0 5 DR i 7% Bk E R R R
JE AR AL 4 il o] 5 R 38 fafer
[ E)RE 3 ) 83 17 2 K 1 WO Al 25 784 £ 21 &40 i it 791 2
SRR . LU0 S AR BT A M | 2D 1 A A 2T 40 R | A T 40 M LA B K R T 4 A
LA 3 A AN ) P A R o T v 97 1 R A PR A £ 0 L 0 7, BT R P Ar A ek Rt £ L E
Sl A R 5 |2 A 2T il I P i S IR o DB BT o £ 2 1fi £ 2K 11 <60/ L B i 40 i HE 2 <0. 2 fif
[DE 774 p:
RBRE 2 B RO SR, TG [ B s P A I AL P A A e O I 21 2 R SR
s AR 21 40 B T, T i U R 0 40 M SRR A AR Y 1 A o
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f % P 1 40 B ) 770 R L AT AE
BAUMM A NEOEBR0% N EhE EARIEREKRARERRSES H

WK TIH R, RAR R L AR A A B R B RN TAIS R, TH T AR
S 1 MR B

RN AT RA B AR A E SRR AI AN L, ERTAS P LR A%

BN, T R G R FL A R R AR, S A A B3R A (A R

B E FLURY) REHTARA NN ERATHOEEOTRE S ABEEBELBER
R b R 4T B R DK 4T A R

| bEmE s E R FAEEBCEREH I a AR RE RERAEE LR
G 4, R B 48 4 B, TR D HLA 408 89 B A % 5 KR, T 0 R B2 36 0K
BmAAE DA ENEE EATRAK AN ESAEARRE R4 BEBMAH
UEREEKBREHmE,

[ (B0 4 ) FEke g 275 o S E 4 LA, BR T 1 41 8 ALK 38 7 5 i MR 15 3¢ 7

R A R SR 7 A LA 25 5 B 1 R S B S A A, AT TP AG , O R SO A 2 .
A ISR INLLT 28 1 /K0 5 R 7 T S AL A R AN Y, 38 B B L 218 (A T B R
AFA KU i DY REAR DL (2 11-0-1) o FE Bk ML, R 1 25 5 MLER JBk 4 | 2% i 5k 55 48 A K T LS 1
i O phe s 2 A .

*11-0-1 RERMARERR

BRCETE A

ES Ah i il
W L (AR5 ) - B 8t | 8 TRk K (S G 7 i %
AL CRIGTE) - B R R TR S A

il EHE UM AE (DIC %

A it L A AR SR MR O WP AREE RIR PRI R RE K, AT T PR 0 ) SE L0
L

B ML AR e K - R B -5 PR BT €
SR I 2T S 1 i 40 A

XFH L FRT R 52 1 A1
MR T AT Bl BB SRR R PR

U A an JE B BUHAT AN F A SRR
H T AREE A Lk SRR A
¥ M A3 2k

(1G0T 5 ] A 3% 7 i L 1 PO A2 A DA A 7

BRI A A A AR B IR , SR L RN A O R ot A 90 () sk O AR AR
2. AL AR A — S Z AR R ( Z ST (I RAT S BiiA | 6 B 98 Bk 6 i 2 Bt
Tk A REDUIA BT D RESS .

FRBE 2 BR TN A R ] At AT ARG L R o 22 4 22 A, X 52 i 2l T A A ML AT R AT
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PR 0 5 PR 4

(2) Tt iy ' o - CORRAL PR, 780 I T 5% B3R VBV TR, 551K 125 ~250ml, B % JR pH
ik 8 ~9; @R PRAMFL M A i - AR R B PR (5 PR R R (A v 2 BER K OE R ) | T B AR
7K HRL A ST 5 P AR It 720 B % il PR A AT AT PR PR R ( Ak K ) , 445 R & 100ml/h,

|
|
|
|
|
|
[
|
|
|
[
|
|
|
|
[
|
|
|
|
[
|
|
|
|
1
l
™
g
£
id
|
|
[
|
|
|
|
|
|
|
I
|
|
|
|
|
[
|
|
|
|
|
|
|
|
|

243



(V) g+—5 wnpenfREm
5 2 LR AN TRAIR S R IRHK , WTAT MBS
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AT A FA B FERAR ; M Sk K IR 57 B AT B R E SR E VT, LU 2 B A T IR & Fhifk

R N RN e SR T T R S R T o
- u

244



#+—% snpwnrrEs ()

O mERRGY ,
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()R 18 ] 5 35k [ e oy 40 0 RS ML %) 568 3 ol A VOB S e Bk e 2
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A B RRRYT . 28 2R A HUE B KU, BB AR G B E A R,
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NHL) 550 o s b o g S s o g imgeesm s 108
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DLI) svessenarsssssasmansrosanarsasasosarsssssostasnesssssssne 235
B B A4 7 458 1E ( myelodysplastic syndrome,

MIDS) serernasssonssissnsonasunasinssasonssnasssoss 4,11,32,39
S EPE 25 (allergic purpura) ceeeseeeeseeseeeneeeinn 184
ZE A4 M EE (Hodgkin® s lymphoma, HL) «e-eeeeeeees 100
aia ﬂ'ﬂﬁ( acute leukemia, AL) crereeersernmiaeeii 21
PR B 40 5 1% ( acute lymphoblastic leukemia,

ALL) «seveeesssnsnsnsnninnssnesissannesisnnnenensasscenans 72
Z PR 2 MO A 1% (acute myeloid leukemia,

AMIL) =+ veressmnsevemmmmnnansnsiabhsshisssnssaasnasansosmonss 50
SR YPUTE 95 (acute graft versus host

disease , aGVHD) ++++sreessassssssncnsarsscssrsunsuersssare 230
SRR Y 119 (acute promyelocytic

leukemia, APL) -«+-+=sseessrerereesssssssnnencsssssinaneees 66
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AAH) <sronaensssnossrsssuonssasassonssamavasssssvassannsevsss 21

B 1 /N B i 21 ( pseudothrombocytopenia
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HLHIAIT (antithrombotic therapy) roseesrvrrerrriainn 209
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YRS A B 41U bk 248 ( diffuse large B cell
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Ji A 1L /M 3 Z2 E ( essential thrombocythaemia,

BT seresssssesnosnosssensosonsassnonsrannssvunsasszbsanamsss 154
T RS F7 I (aplastic anemia, AA) +eosererrereeines 20
BLAELT 40 iUt 25 5E ( polycythemia vera,PV ) «»eeeveeesss 148
¥4 1A= B MR 1 1 21 2 3 R ( paroxysmal nocturnal
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