=i

fili &= JE 18 9T

EH HBE EwE HR

R AR R



BB 7% B (CIP) #i#E

i Ao/ SR IRORT AR B Y . —
B EIRRAEOR R, 2015, 1
ISBN 978 ~7 ~ 5478 ~ 2455 - 9

1. O 1. O Q8- OF-- IIl. Otk
ME—GY7E V. OR544. 105

Hp ] AR A CIP Bl 7 (2014) 2 264551 &

AR R IR BT BT

s EiRTT %
I RAZAH FmA Bk

b2 R A A PR -
SRS e 2l s A NI T a

CEWEON R 715 BRBUZRIS 200235)

v g R A BR R R AT L R AT
200001 FigREEPE& 193 5 www. ewen. co
B T AN ER Rl A PR ] B

FFA 787X 1092 1/16  EfRFK 10.5

TR 210 TF

2015 4E 1 HEE 1 201545 1 ASE 1 IREDRI
ISBN 978 = 7 - 5478 = 2455 - 9/R = 830

FEM .00 78

A5 QA U L U 0 S S A (R A 1) )R e 4



e U LA P - i s T 9996 97 2 i g TR M ) 0 2 — o AR
A5 R 211 PR » 3 il 5 P A o BE R B 5T TG 7 SRS 259 Je 3¢
AR i 55 W PR L WS 2 i R B DT JE Lo I ok B
W& BRI R AR RPN B SRR S 4.

AL 14 5 056 il = R R 8 AL 2 5T 2R S W A
20 ARG TT TR VAR A ST IR B3R 48 (R B T4k
AR R B F 5 BRI PR 7 ¢ FRR D » 2 H X 4% o e B g 9
PRAG Y7 A8 ) AT bl P B U B3 7 DR SR A S B

AR A5 4 3 S fili v e R S AT Y % K A SO T 3 ek Y
BB BCR R R B S H M {H .






fE & %3

E

Bix#h BEwWE BHK
WMEE Gt R HEH 5

BRATFY B EORZER R i BB
B & HERERE T pe
B9 EHERARE Tl b
ZMEE R EREE LB
PUR: S i b N & M ) e
BCE K HERERE Tl B
Lopiik s I REPN o R R RV
RER  RSGE AR B LA
B2 AT LR s e
KRR & H AR Tl B
sKER  EHIRFEME e pe
FiE#  EHEIRFRE e e






A . IN

Hij B

Jifi 5 FE (pulmonary hypertension, XCFRfili & 3 i 5 19 & BL 4R
T 1881 4 E. von Romberg #8251 5& T fili 2] Bk 4L 1) 38
1907 4, J. G. Monckeberg % B4 fifi 2 Bk A8 4k ” 47 1 %k 1 4
HFE A . IESE T E. von Romberg #4R 18 ;1935 4, O. Brenner fifi |
DR T A R A R Sl B AE A AT T R At 5 3 12 B s
MR MR R B EA A O LR, 1940 4, De Navasquez
TEfRIE A T I sh ke R —i. 20 4l 50 4E4K, i T4+
AR e B I Bl ok T T v i Ui vEAR 31 7 IESE

20 42 60~70 4240 AT & BB 259 2 5 i = % »
KGR T AR = BB 58 #ui% » S8 fa & BT A i 25 W A
SRR 8 s SR i v .+ N 288 9 9% R A o 7 R O 1 il v e 18
P BE 2 Mt s (COPD) A 2 1 i i s+ 58 R MU M 1 56 14 I
RS . XEERFAE R TE 20 22 90 AR, Bk T i 25 Tk X%
U 4R - AT BT 0 1] 25 1 [ 1

SR il e e A0 AN (B2 LR R R v R A R 4R A
B TEE RIS R R I B K s R TR AR R N TR AR
B 2 0. 4 56 B B T B AT 45 ) O ik 0B 2002 4R
15 666 f3i] 8.5 50T it s He » Bl 17 /Y9 26 T3 91 i v e f 3 i 16 7
Bl 10 T B pE . FRIE M = R G R RAT R SRS B2 K
MR Z DR ECTE NS . 7R 21 22T BN L T F R U



Jili e FE T 7 2

FLRBANE RO 5 B9 N AR D B = Bl 5 2255 1) & J BN TR R A » M 3832 S I F 92
TAERY NGB WG 2 » [ 02 St 55 B 450 A A i 3

1973 4FHH 58 T AR 2 2158 — J i v s 1] o 2 80 RF Al v T 43R D & PR R4k & Pk . 2003
A DART AR 1k s e A TR sy B T D 2 A il 2 Jok v s & 2 P il 3 ok v s F D R AS
B3 PR A Ji A Bt s ok v s » 0 T S AL 0 2 UL Ry 4 5 PR it ol ik v e B R 8 1 A
WA s AT A 30 T 20 AH ¢ P 3 R 9872 » B 2 iR 1 &2 4k 2 (BMIPR - 2) g i B[R]
A, 2003 FE7E Venice (gl JE 1) 2847 B il e 1 ] B 23 180 XoF Jit >k 1 Jlili v 2R 4T 1 2
R 3R R A A Bl K s 1] SOR R R T A B0 i e R K B v 43Sk LR
BRI M Bh ki He » 55 RS2 20 O AH PR il /& e » 28 = R 38 2 PR &R Ge i
A CBIO AR AU ITILRE AH ¢ 1 i 3 1 575 U R 22 18 P LA A0 (i) A P 0 A 5 A it v . » 55
REBAGER B Z ML 5 R E. X—2 280 R H et gy 2] &=
e FEM . FE 5ok # 2008 4 Dana Point 223 Jz 2013 4F Nice 2 FEARFTH T
Venice 73 JEAIHEZE

Bl T TS IR % it 30 ik v e IR T B W T2 B T — By AR IR 7 1 7 VA S RS2
B 1) 24500 V0 I THE G 4208 100 s 7 A T SR SE e . T ) 2 ) S T v R ) =R
BLIAH 2 » GLFE N B3R 32 AR A8 HUR S 1l 91 B R 2RI DA S BN — EA BRI 25 55 . I
Ab s Rl I O AR AR SR 7 T i S T — & R .«

Jiti i S 1) B it 5 1 PR AT S B T AR R i R R 23X SR 90 A SR i R e A B A 4L DA
i1 22 BEE 47 Al 55T UK » SR T i v s AR 3 (D B U il PR R T4 o R 2 R A i — 2P
PRPEZ G . BT EANEH KN RE TXAR A AR5 4 R AW & 1697 7
IR FEHEAT T 28 A IR R & FE A — BB VB RNA T AT T B e 12 6 3 3R 97 1Y
WHHAWHT TIRANG . XY A CETEE N BT, (A 3H 2257 A 3H & Hl
GV TAHIARIE SRR ARHARE i AT 2 2 DA R R AT R R & s A B BRE BT
HEIH A B PG IR. Ar BE A 45 BE AR 2 1 PR B I R AT TR e - 2 e [ il v R VG 97 1Y
IKFo

BT EE KA IR A 2 2 A I o BOE I PEAE IE .

Rk# Ema FHHK
2014 4 10 A



b EE L

|

% BB BB B8

I

==

T T S

|

I

B RREEESR

Jin

BIEIR «oveervenmeneeneie it |
] S B v ) 11 SRR ;
= (1 o OO OO 23
T FE I FITTAL cvverereeesnerereereneeneesens 36
Nl Bl K FE AL BETETT covvvveeeesremmnneeersnnnnne 5
Hili Bl K 5 T (R [A] 25 B VBT eeveeeeeeerersenesannns 57
BE G F B2 35 eereereeereenreeiie et 57
BRI AT TR LG ceeeereniiee e 59
W Bh KRS FE 25 AT T IR B  wvveeeeeeeneens 93
A BTG IR ceeeerermnmmseeerereemmencennreeeinenns 100
I 30 K 5 FE (Y SRR TR -oevveeeeee 105
ST T A S 0 K B FE (937 eeeee 111
FIEIR cevveesrenreniiuiiiiiiiiiiiii e 111
AN R B HUEG EIE oeeveeeenreeeeiee e 114

SOl o R X b, R B A
TN K 2 B S 88 BL JF] eeeeeennnneeinniiniii 117



Jili e FE T 7 2

s R D R 118
BB BB B IEIT e 119
S TS SRL-Y 02 DX AT TNV NN 120
G B SR RS IR AR AT BB e 121
BN ARG BB A IR B BB B SR eeeeneeneeese 123
B /NJLSE TR O RS AH A i 5 ik e 4
ﬁﬁﬁﬂzﬁl‘ﬂ]*}ﬁ%yﬁ .............................. 126
o i NV /R EP S e T AR (Db P R 143
b =m R BOG R A I S K TR ARG 7 e 147
PR PR AR S S bk RSN AT T Y
ARG HERE e 154



—. WS ERNEXFZHRE

ifi 75 £ (pulmonary hypertension, PH)JEF& i NI R4 & AR MLE . LA BTG+
A 22 50 5 89 28 15 | A 1% Jii O 2 L s 18 s 34w R Ry il e . 2013 4F 7 12 [ Jé i (Niee)
TR 5 DA 2L CWHO) 55 i fitd 25 1 [ B 25380 (Nice 23380 i il 195 He 1932 Wi s v s A T
1B 8 Wil 8 e Sl A 0 548 T 4 1) °F- 35 il 3l ik e (mPAP) =25 mmHg, mPAP 4+
20~ 25 mmHg F Al AU e . il FESE R b2t 2RI (R 4G 3 R 2848 L 259 | e vk
PR AT Tt O MR 8 B B 55O (R AL M /NSl ik 51 2% Bl /N sl ok 2 A4 P) S T A, 5 350l
A8 BT (PVROSE I 10 & A= A7 0 Z MR 5K A — 2B O I I A s . (8 12
IXE 67 BT WG 45 bk BRUS 22 BRI DL s il A A O 208 T BB T

B Nice 73 FEAR Y7 5K F 22 DPG . DPG = il sl ik &F 7 & — Jili /)N 8 ik L e (PAWP) 5%
A TR REAT 326 o PAWP<C15 mmHg.DPG =10 mmHg 5 % 76 41 145 R P i 25 ., B
it sl ok e . (PAHL, SURRE IR PR & ) o B PAWP>>15 mmHg . DPG<C7 mmHg 3¢ XLy K7
PE B 40 L4 J5 PR 25 s s PAWP ™15 mmHg, DPG==7 mmHg 5& X R B 40 A5 1 5 454 1)
iR o T g R R A T A A A e R AT A Al i A K S L P A S A i I
EERZE N, 2 RR A PR 6 3 L ) U R AF TR B TR R 5 AR

ARG PR AT il v 0l RS B — R Ml sl ok s o 0 A 458 R 2 M il 3 ik 5
JE(IPAH) DA Je 45 45 40 805995 . SE AR 114% 25 & AiE [ Eisenmenger £5 G i, g 98 K1 O IE s
(CHD) & JE IR | RS N G e b 2 CHIV) B S5 AH DGl 8 1 5 5 R Ae 0
P COLFE RN O IR O LA S50 I A R 56 ) A S il 1 5 35 = R I P I R B 9
39 AR o) A AL AP S A 25 T 5 565 DU R 202 Hhy ML I A A% 5 500 30 ok P 2 5 1 17
P8 i AR AR ZEVE T R R (CCTEPHD 5 55 KRS R RS WA (i) Z2 R L] o S50t v I

. BA SN

il R VAR R P TN N1 ST o0 o B SR INE=  B  e 5))  1  o = J S
Bk S N I7 3 A A . eIl S KR AR A F S R AT L o 2 SRR
o A ISR R 2T J2 SRR L RS T 1 AR T AT TAR 0 3 ST
AL s AT IBGE [ AR KT UM S K RO IELE . 7 il 3l k0 AL



& ERfTF

ZEfA —EF EVE RSB RIA - 3E T BB S T S R ARAR I S K T4 P BIUS 185

e S 1 A SO oS ol BT 2 7. = T S S 1.0 O e i N S T A
LA AL BRI bR & S = A IR s 2 220 B o ZE il LR K
SIS 2 i b L AP A L AR SCER A L e A IR AT SRS A TR
-4 L

ik O DIREVE ML » 22 AN SUE BIKOR B SRS Gl AT 1~4 30, el F 2R
F g 32 sh koA 28l k= A 2 ZER B 55 3~5 RhlalfE shiik. 7EMiT 14 328 sh ik BAR W)
)2 B R A S P SR AT BT T E AT BEN B R 1~ 3 ST S
B SO BRI AL S BE RSN AN T 2 2008 U 2 <U8 9 B A m 4
P o SRR 0 ML 228 i ik 1 30 A R o SR 1] RS 30 PR SR S U S U ik » TSR i
173 s CHL B 32 A i S L 2% el R P 1 = 1)

\\ [

=
// Tz e
t E'C“%
-t —m
HOE \ \ N Eamon
=gm—\ A\ \
E’L‘E = 1 S

REA R M
Tk

B1-1 Dkt

=. MEERREEENS

it e ) BERL A BRRUE s S U0 ) B 40 5 40 1A F LA <2500 pm 19 /N Bl ik
17T S50 0 ki DL R I A ZE PR G L IAE R A 1) I T R B A L P il 7 A
B A R TR AR TR 22 D T REAS 55, 1 o (R 25 S 300 I A s B v A R — 4B
SO A BE T 0 S ) T A S B O EER (R 1-2),

ST i e FE T ML A 1 LR 4T o A L A R AL 15 S R R R T 5 A I
A5 PR BE T AT S BORE S8 i, Zebr AR D) REH %5 » L IRAE R microRNA, T i 671 57 SR TIE il
MG Z5HE 5 DI REIE B 1 A0 A5 38 6 Je 28 B0 ML AE P B 40405 L DARE S A8 L il I 6 i 4 5
mARFEZE(E 1-3),

2



Vil CSES

DR

=AY

IR F-2R

epsmrn) s D

WA R

A

i 52 Rz P 5

BB 75 1

Ffishik. AOEED T

ALEEY

L=2 Jii i 455 95 ) 9 22 24 BEAIL
LV: L%RV: £0%

BIEHRR:
BMPR2., ALKI. endoglin

g
5

RAGHER K
1EMEGREE . MA RN, HAth

I

l

sk Bzl . Bshikc -l ania . pReT4eamlin, Ao Ol
R E B AR . mIRNARIR S

M RF K

MmER
—SHE
IMAERA

EiEZEZES
HEZER-1

MiENEZ
ERREF
Rhoi#khisg

M ERE-1
S-HeE &

!

RGO
Fifiahlk A Bz la D RE 35 EL
& PRI 4E(L
MEEREE

B 13 SCF il T L i XU 4T o " R




M. S ERZE S £

WA B2 W 3 bR il 5 FE 3530 5 K36, 21 2R, 30 AR/ BRIt A AR A MLV
A WA A RE X ey He A AT HERR Y 0282 I GR 1 - D)o il [ A2 WAl 2502 W 22
s @ S i 2 K R DR 2 W s @ T A A7 7 I e s 1) R PR 2R
© 58 FAH RS0 F KA 0 il e AT VRAA Y 3 2812 W5 @ il ad A O A8 A A B P il 1f
BV R TR T VAL S AR R 2YNRTT s © X EBE DI DIREEATIPAL B 16T RS
F1-1 2013 4 Nice I %

L Jishlbkes Ik 3 WU RGO IR AL AE A DA 75
L1 AR R sl bk e 3.1 MR ZEME P
L2 st gl ks Ik 3.2 [l B g

1.2.1 BMPR2 3[H

3.3 HAth A BRIV | BHZEVE SR & M U
1.2.2 ALKl .endoglin ,SMAID® caveolin—1

AL v iR
1.2.3 FAHEHA 3@ @ﬁﬁg%@

13 SRRSO K 0 MR

L4 T S I s FE 8.6 MRPER I
L1 EGEREER 3.7 M-BAIMELEAR

=

1.4.2 HIV &g 4 R IR A (B8O e ZE BRI A DG Al R
L4.3 T18kEE 5 JERRHACE) Z AL BT S0 = E
L4 4 Se RO 5.1 IMKRGERENG: 12 PE I B2 I i 6 3% A
1.4.5  Ifime A PEZR AT A
1 W K P ZE G M R i 2 40 L e 5.2 AL, S5V IR U 41 i 41 4
el B KL LRI 2 % 28 F 2
2 AU R S i e A%
2.1 WA b e e
22 G 5.3 gg@%ﬁﬁ B IEEBRUE L R L R R
2.3 RBURA 5.0 HCfls IRIBERLIE ST SR AR 45 T BT 00
2.4 Sk BORASME 22 0 W GEL L I HE T AR BEL AN VB R0 N BN R
Se RO WUE

. MEEREST

it e ARG PUAS IR 43y R 2 RS 73 R HEATIRYT . LA TR 2 HAR T 3R

1. WFsh bk &

(D) — 83697 . BRHRICIL B TGS . Lotk B T A 822, DR R iR ] 388 s 6.3
PNEIE o« FRE A O 2 I m i R PR FARD (50 5000 2 Andth iy = 2 B T M s o B
W3 5 R AU WIS BLBEZ ) AR bR HE TPAH FHZE 45 21 S50 R DG il 20 fik s e S8 3
Bl I



(2) AU MY KA . HATA =SB X AN [RVE P i A 04 il A8 4 5K 51

D HiZ R . AR SR AT B Gl b O IR RR ST . B H Ao 3L
245  ABAE 25 0 T el 0 B ELOAR B . BB P O [ 0T AR F AR L 0T
OIIRE IV G B8 15 e (A 21 I o 158 BHAR T 97 st 2 R0 0 Ak 1 IR ZS I e A R0
251, HETETS R R A 1 IR H A P BT RTF R o HBCRARNHR A E A ks
AL 325 P T R IR AN R A 7™ 14 s 2l ik v P A

2) WECRZ ST AR 2R — D TENR IR BN N R 2 AR50 A L K0
AR A e R S A HURIG T i 3 ks B A . RS AR Y i AR $E AT A R0 i 3 Ik e
A 13z Sl s AU AN RSO A TSR B8 S A R I AR s 48 L 5 AR AE
WP A . e AR RN B R 2 1 A F5H0R A R D (/R Al 5]k
JK e 8¢ 8] J5 P s 2 in 2

3) 5 RUBERR PR &5 (PDE - 5 Ml 50D . Al —F AR (NO) By 43 , 5 B FIG
S7 BRI BRI ) 44 . FLBR 1 0 A5 T 52 UM A8 A, AR il i 45 b 3 A AR
CA G2 UESE 5 AUBERR 19 B0 11500 74 b 1 I PT 2o 82 s 0 Jok s T KB 38 396 S o 1l
e bs LU . SRR 2K 5 RYUBERR —Hg i 40 1 0], JLARET & b, HSGEAE
AR I R R M I A5 2HIESE

FI B PUIK (riociguat) J2 5B it & 19— 28 S IR EME B S 7). NO S Al v Pk S 1R
ARG HF AL R S TR (cGMP) 2 B & 5K L3 LA ME . AR PR B4 58
FR AL S ) » 38 3 xRS NO BSOS A 18 &7 5K . B A A 5 PE I A O
Il AR © 5 i © RS Bl AR P AR HAF b [ 55 W = 2 BTl

(3) 25 R 51 s 2SR 25 JCTA A RS RE R AN (B0 1M 38 21 7 2= s 80 i 55
— M2, BUR ShIBRGR YT IR YT RIS AR ON SR GRYY . WIARERS RS 8 — T LRt g
— ML B ALY KR B AR R RSO T B e A o AH S S s T B A AN ROV, %2824
Y RUESE K7 S AHERF SF A AR 1 - 2.

F1-2 2013 4E Nice £t 1 A 9259
e TEHE WHO fii 8l fik i i D &3 2%
HFH S H 1% % IV 4%

1 A B AL AR AR M AR MR S RO AR AT S
T B R Gy RAPHEETFI R D H
WG, PG AR Ak HE AR TG PE AR Atk AR

BAE 1o e ON 7
[la C B RTF R ST A AE P A IR AR
N T IEHIFEE L 5 s 30 ) By
W PE AR AR ABE
e TN
II'b B — DURTF &R —
— C — WIHRERAIRYT WG A RYT




2. Fo R A Ao A R R AR KT & R EARTRYT R IRYT IR R SR AN R R K

3. TR Al e () M EE I g5 AR K P 3 R

(1) 299697 . LA I R i I 45 5K 500 P 2 A e 28 R 3 AR IR AN TS o I e A 2
PR R KN 29y ok BHLZE T S S04k i P it 3 Wi 722 o i /N2l Bk o A5 B 145 RS 3k 28 1 457 7 5K
FRXT il I S 4 28 IR 7 A R

(2) Nsh ik NAEEIA (PEA) « 24534 R A 6 20 ik N BERIBR , R K ZH00 IR F AR —H
o BT AR SMIE PR RN RS ZNEEAR  FORZER 5. i T ARG T 1980 4R 7E 36 [F I 46 hif
L BT AR E N e R AR

(3) BREEMAE BUEA : BT RF 20 a0 w1 A7 25 E T e (R RS 2 3™ E A R
SR 5. 20 tE20J5 HA H AT 3 T Db IR R A 85 i 2D T 85 R E o (3 5 D5
R IR AR INIRIT BRI 5 PEA 1Y,

4. RBERAF(R) S AP ITEM & E  HETLIERMR 2%,

[1] Galie N, Corris PA, Forst A, et al. Updated treatment Algorithm of pulmonary arterial hypertension
[17.7 Am Coll Cardiol, 2013, 25(62): S62 - S70.

[2] Maron BA, Loscalzo J. Pulmonary hypertension: pathophysiology and signaling pathways[ J]. Handb
Exp Pharmacol, 2013, 218. 31 -58.

[3] Simonneau G, Gatzoulis MA, Adatia I, et al. Updated clinical classification of pulmonary hypertension
[J]. J Am Coll Cardiol, 2013, 25(Suppl): S34 - S41.



