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(B ZE] B HHAYE RIS Ui sh ke & (pulmonary arterial hypertension, PAH ) 2 il BRI 1 I ARAFAE 2 W %15
KARIT o T3k A T 16 Ph FEM: 200 B kT 4018 1 11 (Ph*-acute lymphoblastic leukemia, Ph* B-ALL) B A VP8 SR 1697 FrEX
iti s ke A5 I B P FEOR Ly BRI DRARR s M2y P T AT TR SCIRAE >, 8558 1 1 ] Phr-ALL 2L THR G
FKVPEEE (100 mg/d)IRYT 15 A H 5 B RAS I el S, DK B o TR CT 7R S AU e )RR ; 7t 7 0 Bl e s
F AR R H R = A P A 4 Bl 30 KR4 R 80 mmHg, A O LR, 25 B8 UM s BB e PAH SRV B Je ARG, 15
FRIRVPE R, 45 T VaHIIRAR R FRGRI RN bR P ava YT, M s BORGR 32b , 2 A~ A Ja O A B R s BRI 2%, 4 A4~ ) i
BSR4 2 33 mmHg, DNENZEHIRE IEH . 4518 PAH 2RV RS0 E  Bua(H ] DU EE AN R RN, — B3R

PAH i L FLA B2y , BRIV IR 167 R AR T I A5 e S B

ES:: 150
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KU JENE RS 2 A Z R Tt 1 5] (tyrosine
kinase inhibitor, TKI) BfR R 254 , J&—Fh 240 5594
T, BE4S & 25 BCR-ABL, [R]IRH ] Sre
GRIGRIE , A C A T MEREA0AE 7 (chron-
ic myeloid leukemia, CML) A1 Ph*Z P4 bk B 41 B 1 1.
J# (acute lymphoblastic leukemia, ALL) , ffi# TKI 7£
Il R E B H 4534 22 HARSC I A e A WL {H ™
Y IMAE A RSO 5 R IR I 2 oed:, —R
TKI B E 8 e 0 2R SE 1 H: R4 i 48 4
Ay ACE AR TR e A= 148 D T ™ A R
of E A #GE , an A TKI ik VR e Birsic i fii 0 ik =
& (pulmonary arterial hypertension, PAH) , JEWE e
TS A P ZE LR G AE s AR TKI S 908 e 5
ShPKECER KA A ZE . B —F TKI 25 EHA A
ThS7 A AR AE , T HAIL R MR e BT, HEe
A SCERHGE IR VP Je T LAVE S PAH, AHE 1 [E 5540
HRIE , LR A RN 0.45%, EAMGERZ N
CML 875, 2 4) ALL %, BIRATHGE 1 4] Ph
FHAEZ2PE B 9k I 40 A 1 10055 (Ph*-acute lymphoblas-
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tic leukemia,Ph* B-ALL) Bk ERIBITFIG5E
PAH, & >J A5 SCRR IR H A A= T AE AL 12 W
RN

1 fwEIER

B, L ,47 %2014 4F 1 ARG MR 1 H
A ABE AR 12.01x10° 4>/L, K 4R 7.34%10°
A /L MLZLEE T 92 g/L, /MR 47x10° 4~/L, 58
MIE A 48R gtk b 95.2% , ZEG IR 4258
(fluorescence in situ hybridization, FISH) #zl] BCR-
ABL Bl& 3K (1R1G2F) N 42.3% ,BCR-ABL(P190)
T A5 R DR S s o ARG ) 5 R SR R, i e A A
il 24 CD20°B-ALL, 12 W4 Ph'B-ALL, T~ 2014 4F
1 A4 TP RS VDCP(EH HRAFE R KE
B PRI A SR A ) T 25 IRYT, TRl IR
IRVPEEE (100 mg/d), 20 d J5 52 A B BEik oE 2%k
(complete remission,CR),PCR £ {lll BCR-ABL #5 Il
BURTRI T PR, /5 g e 7 A CAM (A aE
J¥e BT R | 6-FH AEEERS ) , MA CRFC BB | Bl b it
), COATD (M EmENE A BE M e
TAH HBZEKA ), VDCD (K FEH A RAFR A
Pk e |t ZERAN ) FACH 8 MTX A TA CBRJeya Bl
BRI ) 222 AT, IR0 7 330 577 PR 4 PN 45 7 9K (b
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FEKA 5 mg+Z FHUERS 15 me+ P H 50 mg), M43 S PR LB B TS 0 BB A% . AR B 2009 4
2015 4F 1 H & TFER D IRE FFENS (7.5 mg &8 ESC/ERS BYAlish ik JKi21R46 15 , 2 Wik PAHD)
1K) (65 BEIES (25 me/d) HERFAYT . BBATRITH 45800, R I B e A A | o s RO Ay SR e |
(i) S 52 Bt S e e | i /i M s B, Z2 R AU R e s R R TR, O BB PAH 5 A1
BN POR SN, S MARIUREE B (FHRDRR, 6 T B MR RIUEGG
JPJEUFEE 2015 4F 4 H GRUPRRCIRYTY 15 M H) & 97 FERLSERFIIR , KW B L R bE i B E A 5 Al
TR MR S 2 d7FRABE, TR, B IEIRAST BRI R mE 0 5 8 He AR E 100 mg/d,20 d J5 R
D1 ik 4 78% , W R AT TE A 919%~93% , WAFE & 8 E EASE A VT HBAREE S 1 RS B I R
CT $E7R Wi fiti 22 S BT A I e AR, 3 W B R 2, 6 R S 7 UM e 7k e A B Bt B e Wi
0] B s B, PR T BT IR 4, DB A G sh I i, BRI 2 MR OB L B E
BaRGEAEWK, EE ZRMCH A S, HEM WA HEAEREN K, PE RN L, CW
DDA, AR EE (HIV) T2 B WS MO0 CT $ 7 il Jek e 4o 2, b s AR IR L
Pk, MKk AR 4 A 1 600 4~/pl, Hrh s (FHBAYEE 4 A5, OMERSIRE EH,
Ui S 90% , Z 40 10% , 2= LA 56 FH 4 CW Ak I fii 20 Bk e 4 FE B 22 33 mmHg o AP 11 3R
AR B UL Ik EL 4 B | 53 P A 200 L R TR e s B PR R PR AR ILE SRR IR, AR R 0 Bl R B4
KA B RS R R WL IS CTA Iilishik  ZAfbanse 1 fims,

#1 FEMEEEHSEEOHESHIHEE

Wi H 2015-01-27(34%) 2015-04-27 2015-05-25 2015-06-29 2015-09-15
AOD(mm) 26 30 22 23 30
LAD(mm) 27 28 33 30 32
LVDd(mm) 39 44 42 41 50
LVDs(mm) 26 28 27 26 30
LVPW (mm) 10 8 9 8 10
IVS(mm) 11 8 9 8 10
RAD(mm) NA 31 38 NA NA
RVDd(mm) NA 35 42 NA NA
FS(%) 33.3 36.4 35.7 36.6 40.0
EF (%) 62.7 66.3 65.6 66.8 70.4
it 8h ke 46 (mmHg) NA 80 80 65 33

AOD: F+ EBIBK AR LAD : 26 5 A% s LVDd: A2 ZE&F 3K AR ; LVDs: 22 WA INAR s LVPW . A2 58 BEJELBE s TVS . S (I FRREBE s RAD 47 5 A%
RVDA; 475 BF K AR S 220 45 A8 BF s S5 I NA L Rl
2 W B ANTEH 25 BB IRT 75 K T T, AT HERR O B0 5 |
EEHIPAH ; B35 WA 2 AR A A ] HE R iR 2E A8k
PAH R R 43 R IR AT HIV By | IS R e FHZEMERR S ) PAHHIV i B 2065
LR W A AF VR e RYE DR 2 S B RS IE S Tl I ke R B, AT HERR 4k & T°17)
Ak LRSIk R, IRV e LU HA TKT 25 BK& R PAH; SB35 IR Al HH A AT RE 2 330 PAH
VI 5y B O A U R MR R, PAH ik i, ZE LTIR B IEEE Y PAH 508 AV R
R CRRIR IS A &0E , HAT MR A R SR M JeHE,
JRIBE R & PAH I4HGH . F M 2008 4E3%:[E PAH BiC4lifis 1T 9 filikvd
A B EHEZ IR (100 mg/d)IGIT 154 BBl PAH 52 BE2LA S 0E, 2450 F 2501
st B el S, B RO B IR R BRI S KR (BEAB)HEIATI RIS A PAHPYS(R 2), K&
o BAAGIEERTHORERA (HETONE  FURFE 2 PAH B C &A™ F 0 RO 25 19 1
FASII TSI SR 5 47 O R A TR sk SshAcis, e B RO 548 (14 1) B
Z ) R AFRAROCHE  BOZ B E PAH ST (B3 I S S5l 8 Jk O 80 IR 75 (11 48] ) Aty i i 8y
REAE TG OB s, A2 S B BOE S, & s R WK%, 18 Bl # R T 48— 7 X BTk i 0
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25 Bl (22 5] CML, 3 f5i] ALL) 55 12 ], &
13 4], PP AERS 47 % (17~74 %) (3 2) . MR
PR (PP R A 100 me) 2 HI B PAH Y 7 i
[k 32.5 1 H (10 d~69 A~ H ), 21 BB & FE MRS
VR VAR Z G K0, 7R PAH Z2 83K 108 Je i
WA R, Kim SEMHGE ) 1 4] PheALL S5 7E
MRAR Ve Z 05 1 B PAH, JF7EM52Y 1 55
PR IEH 2R PAH TSI/ A ik Vb8 e 1 2 0

HAR R,

A PAH SHCH HUARIE 9 6] PAH, o 84l
NP | I BEECR AU e S PAH KR
FRAOG (ERAAE o 7 80 22 , BT HR1E /Y 25 i) PAH
B TP 13 ], RPN AEAE A 25 5 TR
A 7 S R receptor tyrosine ki-
nases, RTKs)7F PAH & e 5 EEAEH , LHZE
M/MRATAEALAE R A F (platelet-derived growth fac-
tor, PDGF) {5 53 [ 1 76 f 1, TKI 24597 £ RE 41 il

R 2 XEREIEDEEIFES PAH HlGKRISFAE

W RUE PAH L PAHCHSERRE BRI e mimsr
n sl w PR BERT Jesle hEieT MERUR Mo  WERONE sifide FHEI ) (i (mmig)
(%) (mg/d) [E](H) BT (mmHg)
19 4 74 CML IFN.HU.,IM 100 33 XA A HORE 47 15 30
(ARl
20 4 51 CML IFNHUIM6MP 100 30 PG FHOFE 59 18 28
39 4 64 CML IM 140 28 A & FHOFE 30 12 NA
49 4r 28 CML  IFN. AraC.IM 100 45 ok HOFHE  NA NA NA
54 4r 59 CML IFN.HU.IM 70 45 - Jg HOFE 49 15 DBIEH
6¥ 4 29 CML IFNHUJIM.VCR, 100 36 XU YRR A 49 6 50
6MP MTX Ara-C
79 4 17 PWALL VCRADRMTX, 100 8 I HOFE 38 5 25
Ara-C
84  4r 39 CML IFN.HU.IM 100 34 M N EEAER AoSE 37 NA NA
9W B 68 CML HU.IM 80 48 bR ¥ HOFE 45 NA NA
105 4 53 CML IM 70 20 T IR, PR O 65~70 4 1EH
11® 4 23 CML IFN.HU.IM 140 33 i R BisE, o 114 9 28
HIZHI/R
128 B 33 CML HUIM 100 63 NA  PFOHE i) 105 4 45
1309 B 41 CML  HUJIM 100 26 SRR FIR, Y ci} 70 2 31
14" 5 48 CML  TFN.alloHSCT, 140 20 XU 3 4% FIR HinSE 66 10 40
GaEAHIF
152 5 70 CML  HU.IFN.IM 140 32 UK PR Lt 73 10 17
1609 B 47 CML IFN.IM 100 39 BUM 3 9% fRHBIRE, HOFE 82 6 39
PUHBIRAE
174 4 61 CML IM 70 27 g VEHARAR Lo 76 4 21
1819 B 57 CML 1M 70 37 NA ViR HOFE 55 NA NA
1909 B 24 PRALL VDCLP+IM 140 033 3N k& JY:c:] 67 14 EH
2007 5 50 CML  IM 100 48 M pEIRE 0T 82/60 10 36/34
218 4r 46 CML IM NA 033 o k Lo 60 NA NA
2209 B 43 CML M 140 69 29 PRI, Wy il 92 2 57
5 578 3 L 5
FIRFH
2309 B 52 CML  IFN.IM 140 26 e 11 i 1 5] Wy il 71 25 44
240 B 60 CML HU 100 5 NA G FHOFE 50~55 NA NA
25 4 47 PhALL VDCP 100 15 U AR, W il 80 5 33
FIFRF

CML ;12 PEBELN AR A 055 ; ALL: 2Pk B A0AE P AU ; HU SR 3E 0K IM . A 585 2 6MP . MRS ; Ara-C; FIUBEAET ; VCR . KB H i ; MTX , B
ZBENS s ADR : P25 2 ; allo-HSCT: 5 RE R 1l T4 BIASAE ; VDC (L) P KB R R FPBEIERE 1A BERLEG TR JEHs s NA  ARAR L,



55 36 &4 6 Y] 5 B EXCERER 2N, A SRV E R 119 Ph PRI S AR e e S ke

2016 46 H

MR BB SCRAZ > (). B B BE R4 (AL AR BEA) ,2016,36(6) : 764-768 - 767 -

PDGF 2438 %, I R LA S8 Je RE el PAH Tiiik
R HIE R PAH &AM HENX T2 ik v B e
A [RIEAI6 Sre POl HTEL, Wi Schermuly 45
TE SRR rh & AR B 8 sl Gk YR Je 3T DL
T ST PAH, AT fi B 5 I R A5 SR i P i 2
Valent 5529\ Ry 2 Jr LIIA VP ER R I PR L AT Ui S 5R
R A I LA AT 4 R I A AL R PR R E T fE B
HTPAH B (R4 i 0 M0 PR 235 44 AN T Re M 1) 22
S, JCIRZ A P B R R I T R R TR

Jib s FEUR 2 3k V0 R i T A e DL AR I i
ANRRN . SCHRRIE BN 14%~60%",90% )
s R R AEAE IR VDB TR IR YT 19 1 AF N, 79% 1 e Jis
FECHR A LA e s B 2, FRATT A IR B A s AR
FILC A BRI A G RHG 22 (9] 3 v | 16 191 B
UG s BRI (72.7% ), b 14 5] 58 (87.5% ) #E 3Kk
URERCIRITE 1 AT B B R, B s B S PAH
[FIEFH12 AR 5] B 3 A S i SR e AR A B T
BRI DL HH BRI e s BRI A O A R, 4685
PR IAYT E M ARG R D ] HERR B I BN
TG, 575 R B AR AL ) 2 | R 43 R 28 M s B A
DRGSR IE | ARHRETRY T RIATIE 2 i
UUAT PAH J58RFEAE B B BOROTIE PAH Irsicty
DEFETREESY B M EEAR RN, PAH
SRR R BRI 5 Ak VDR e S M s R
W AL AT BEARALL Y AR UIHLEIIANE 2

XTIV JE S PAH IRYT, RI=252 4,
AT LUREUER X PAH PR PEIRYT, Qb il 5 Ak
T O 700 G MR A B P R 2R A2 AR L 7
AR 280 PAH SBE LAV e Ja i T i
PRECH I3 20 1 2 4 i ABATS A /D508 3 il sl ik e
FEARMI BIEH 7K S8 A v] REAEE AN R AR B 1Y
Jit /B EE A

SCRRHGE BY 25 1] PAH 5 # — 2802 1 vh ik

KPR RIRYT , RZTCH IR PAH 167 RIVEE IR 47
e, Hob 15 BB ST IR B R 2 RSB
7RI 6 30 A B ) A (6 2) 22 Pl R R il B
Jok FERAG AN R F2 B T R AR E |, I R AE AR
Gef, DRSS IR . O 3 Bl E R AT
PAH 5 PAH #HCHf & HE . Hong SEIHRIE 1 1 4
CML &3 A5 A2 e Ui e i & Je |, it 3h ik e
i 92 mmHg % 55 mmHg, {H 18 1~ H Z J&5 i PLs
SRR FEREIN S B202V 2648 | FEUGR VB R IR )Y
I &AM B K R TR

PAH ik Vb Je B EAS R R, BRI 245 )5

ZHRRIG IR G, HE e 2 IEH sk,
R84y R E A FR e 19 LV 3h 77 2545 3 Al IR
SR, FTLARDEE PAH ZIAVIERJE 02> W KA | Bl
HIRRIRVPER M) Z N, HEwRFR R,
JIT LATE IR VDR T 36 T i S U ) 7 5 B AE A 7000 Jili
REAOTEAS b G ™ B A IS AS RV, W B0 PAH
T B B E R e 456 SR 25 T 51
XF PAH B4 SPEIRTT
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