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fiti 3 B & /E ( pulmonary arterial hypertension,
PAH) 2— R ERM ARG ERERAKKEZ &
fE, LA Bif Ifit & B /7 ( pulmonary vessel resistance,
PVR)#ATHA B ARRIE, RASHA L ERS
HEET  HEHEREARHE, ZUEDF
SR Z2EXER JME . B0%ERE RER, IE
REEMATT FLERME <5 £, XEET
DT BE (NIH) I & 0 BF 5 1 8 IR R 1B &
[l F& ( primary pulmonary hypertension, PPH) &% 1,
3.5 EMEFES TN 68% 48% K 34% " . KE
%5 % 1 Wi 51 Bk = (idiopathic pulmonary arterial hy-
pertension, IPAH ) F % #% 4% fiti 36 Bk & [ ( familial
pulmonary arterial hypertension, FPAH) % 1.2 .35
ERWEFERYH R 68%, 56.9% , 38.9% R
20.8% -, CHFEMAIG S WK W

[ cEERiREE] A

#1245 ( phosphodiesterase type 5 inhibitors, PDEI-5 ) 7§
AR AT B R M PAH BEIER , & it &,
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L& (nitric oxide,NO ) 7= A& 3 /b F11 i 3h bk 18 WL 40
M ( pulmonary artery smooth muscle cells, PASMCs)
EAHZLM S5 BB # — B & ( phosphodiesterase type
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B8 RoA O MBS RINEE "

7 i AR 4 A ik # £ W # PDESS, 338 NO/
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410 5 i L 85 - 98 FUL 408 A 3% AR % i L A, D 3
BAELERSES AR EMESR(WE D",

HEOM BB BT AR
NO. ANP. BNP
NO. ANP, BNP e
QHFT fiktide Q HET LR
y T |
! i .
LGMP T ppes PDE5 °GWP
'Ké HEPKG
POES  BECa" (SRR
cAMP £K BKCaJ*

EEZPKA
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2.1 @HELRE

R B R O AR G 3t 0 A R AR, i 0 i ) 24
th MEEAEEEAN 6%, FHAREFTER

K E K P 3A4 L, DI E L CYP2CO
R B N-KHZLY 3 S MM _F 8
MIEFRREA AT MARIER —%, FIREEN
LFEHN 3 ~5h, BHERER4IL-h",80% E T H
fEHEME,13% B A HE . BT R, T
WM ED A FENE 41% , YT AR S A
o IB I B TR, FE SR ik MRS () SERE ARG YR E R,
2.2 MHBkEHREEH

Fii S bk FE 28 % 48 H 3 1K O AR 80mg PG #u AR 3k,
EYFIRE R 4B% BEAEHNAES. 8H3 K,
OAR 20mg 76 3 38 3F, F g ik BE 49 % F 113ng -
mL~' o B 3h Bk & B & O AR 7 3 38 3E (20 ~ 80mg,
tid) K R A e B S R A B A 20% ~50%
2.3 HkA#

ZEN(>65 %) %t VG AR IE 9 W IR BRI AK,
W e HE TR, 2 B AT KK, 1L 3% Y T b AR 3R VR R AR
B a40% . B EEREAR L (Cer30 ~ 80mL ¢
min ") M EHAR LN RN EEWEKR, EE T
R4 (Cor<30mL-min') ZT IR FRE
BEAR W0 FE % . %2 b BE AT A8 4L ( Child - Pugh 2
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B g m
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2005 4 Galie % 52 W M AR 74 1 AR JE 16 57 Wt 30
Bk =5 B4 25 o B AL X BR I PR W9F 7T ( Sildenafil Use
in Pulmonary Arterial Hypertension, SUPER) , Jit. B
RAE 2 BIHERMWIREERE(LERE
P 45 4 4 25055 4 S B 30 K = EE 0 5 R A 1 i 3
REHREWHAREE) . &R EREHIRIERT
4 (AR 20,40 5% 80mg) A7 12 /5 6min $H4T7HE
B (6 - minute walking distance , 6MWD ) 4 X B 41 1%
435 m 45m( +13% ) ,46m ( +13.3%) K&
50m( +14.3% )], 3 %) & £ 07 LA i it 3 Bk P
¥JIE (mean pulmonary artery pressure, mPAP) (P =
0.04,P =0.01, #1 P <0.001)] & fiti f % B H
(PVR) (P =0.01,P =0.01,% P <0.001),
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222 fil B 4k 4% O R VG Hu AR 4E 80mg 3R9F 9 M A,
6MWD L Xl Sim, ZPR K[ AHBIE
AREEESHHE WEMBER LR A%, H
S5REMMEY BHEXE, ZMREERKMHR
R AR T B B HE AL IR (New York
Heart Function Assessment, NYHA) 8 fit & P4 4 &R
(World Health Organization, WHO ) fifi 5l fk i 2 €
SR BERBRBAN
WE/PMEIGRFREBEEHLLR, FELE
AR 3k 8 77 AT LA 3% o0 HE il 35 %K ( cardio index,
CH),XEBLONEMRGLHOLASH. HEREDN
Borg W 1% B 3 1 43 , W {IK I 5% At 44 BK ( BNP) K ¥,
MmO ROHNEE, BEACERRE T
ERKYBRAGHBELTURBEEEFR

(survival rate ,SR) "%,

2005 3 [ & & 25 & & F % (FDA ) #it o 79 1 3B
EHFRPEMNKEE "  BHEAFEHE
BATERIBERT EIE M Bk S EF AR, B
YR 7% 2007 4E Naveen Garg % Wi {4 0
AR TEENR SRS ENAREMEL 2
P, 3 44 4 & Bt 3 Bk 5 FE /& & (PAP > 70mmHg,
51.7% % IPAH f148.3% AL BRERESME) AT
P IR 1 AR A TF (BT EG ) & 12. Smg tid 7 #7 1
MMEEHE 300mg-d™'), 4R EHEH NYHA,
6MWD 8 % % #, il 37 J1 % 5 ${ mPAP PVR &
PVR/{ATEIRBH /1 (SVR) B EMEK.CL B £, £
Bk K 0 3 Bk BRI th B K R R BT
AEBITMS KA EAER RIKBERRRR &
BRI AR N 150mg-d " ™ Singh % ™ %f 20
151l i 51 Bk 5 FE B8 & (10 51 IPAH 28 3% #0110 43¢ %%
BIRG AR E ) BTHEEN X8 UE &3 X
RUBETHUNER,

KELEMARHEZPL MR FTFREFE
WIE 7 o AERG 60 B F 3 Bk B E B A % DR it
ABIE 20mg, tid #4716 A J5, 6MWD # fim [ A
(392.13 £91.35)m F (467.22 +80.38) m; P <
0.001], mPVR 2 Z FRE[M (1528 £8.12) &

(14.99 7. 88 ) mmHg * min- L™' ( Wood Unit) ;P =
0.02], F¥.LHEME(mCO) BEEMM(2.39 +
0.90)#(2.7520.92)Lemin""-m™*,P =0.006],
EEAFHERMESEE MM (9.4
7.54)% $(94. 11 £4.28)% ;P =0.002] , A& #H 1
FEERBERG RAFNEEREMNN
63.3% F194.7% ,P =0.03), %45 % %0 E#p
FRFPEMSKEEREREER ",

SAT H RT3 6k Z P9 AR A6 V40T It S Bk R B 5
KEFEI( > 1 F) M RHBIERFRMRE
3.2 BB

sk EEM R ESENMRBLEBEENHE
%, B 1 0t S [B] 4 & 7 HL Bk A 24 0 R 18 SR T
HREECER A RTAENR SN, HHIEHEE
WA S RIBERR —BE B4 W 25K & NO KT ) B2 %
M BT HLE .
3.2.1 WEHRESHTIARRE MUK ERT
Wilkens 27 %5 36 5 {5 IPAH 2 5% 4 5 B % 3
5 ZATGHIRIE GO TR PG 0 T R I & 0 T
B IR 9T 40 B T R AR SRR IR AT B R BT R R
mPAP {3 R B E [/ 515 (9.4 £ 1.3) mmHg L
(6.4+1.1)mmHg,P <0.05 % (13.8 +1.4) mmHg
H.(9.4 +1.3)mmHg, P <0.009] .0 3 F1 445 3 ifi.
EEUAK, B ZHEF , KR EHYRBR R M.
Ghofrani % ** Xl bR Fk. i i 3 Bk 6 1 8 3 A7 00K
BIRIT TG, R A BB ET 5 3R R 197 8 R B
PRI MBI SR ERBERERE, LRz
NESPHMNYHAFERERE. K3 NARE
it PVR #f— % Ff%, B 6MWD H4esi& 1 £ |,

KWRAT 7 Bt & PG s AR ki 97 B 3 Bk
BETUSEREREEH®N WA H¥SHK,
BERFEEAHAARSEERE, ARAENE
Borg IR FME T HMAR R &R, —
TR 16 K £ b0 BEHLIUE X R, g1 A 267
FltaESERKIT BRI kS K2 (A5
IPAH, W E4 BB A BRB e RME OB/ MEXH
FishBk A, K HREM A AR A, AR A AT
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HARAE (20mg, vid O AR, # BE T X B8 (el R 4 R I B
1K, M 20mg %] 40mg, B4 F 80mg, tid) , Xt B 41
BAERAANBEHERMN. %2 BEERT RRE,
%5t 16 M, R AKX BAH 6MWD 1 i
28.8m(95% CI,13.9 ~43.8m, P <0.001), mPAP
%4 ~3.8mmHg (95% CI, - 5.6 ~ - 2. lmmHg),
CO #fmT 0.9L - min~' (95% €1,0.5 ~ 1.2L -
min~") I BT AL B R R, R E IR OB AL E
He 1 41 53 857 (0. 062 5 0. 195, P =0.002) , HiX %
HEMHRARRAXERERERESRE, REWA
i) Borg PR R AP r Rk WA B £ &, A AR IE A
AREBHMEL 7,

Stiebellehner 4R JE T 3 i % K H £ bk 44 1 4K
A5 8% SO A BRI AE S Bk E B & KB LA A
HARAEIR ST /G 6MWD 3K 753 % , mPAP & PVR [&
K, ERATENARRERE ™ .

BB RS WL ATF R B X
A 3 ok 85 F W LA B UK B 3 Bk R #1 PVR (31% ),
BEKERE IMWD M NYHA, HRAFRR
TR

TRIUMPH ( Double Blind Placebo Controlled
Clinical Investigation Into the Efficacy and Tolerability
of Inhaled Treprostinil Sodium in Patients With Severe
Pulmonary Arterial Hypertension ) FE#L % BB H £ %
OWERIRBBE T T I A 3 3 7 4 AR R B Al 36 5
ERAIBRITI SRR E A BR, A 235 Bl Z 8
R4 OO AR LB 08 M AR R VR 9T 3 A A OB B Bk
BERE[NYHAN % (98% ) 5 IV % ,6MWD200 ~
450m], LS HHEEILBRAMBGHNRE(BEANE
S4pg) HERAEB R4 K FE 128, FREAE
NLREAEEE T BIERTHEERSMATS R
BITMHAKEETURERENEZIMEMAERE
FE,BEE WZEF, ERMHEERENERE/L
Bt 6] , K i Borg FER I (EIE S,

3.2.2 WHABIES MK & Z K 155125 (endothelin
receptor antagonists, ERA) MK S 1AFF — A %
BAEBBKSHARERTLAREREBEHREN

MENELXEITHIRE, M2 ALHEERES
EBRENAKEBEITINA. BT3NP AN
VUK A AR ZR AT IANAZE3NA
AEXRK, CRXELXKR3.69 MPARBER
6MWD, & il #1 /& , NT - ProBNP, NYHA, &5 .0 &
MBEXEREER, ZREFHAEKS R
FEBITF ARG B il E B E 6MWD(2Im *f 8m,P =
0.48) B LI M B EWME (2.9% %
-1.8% ,P <0.01) >,

—~TRFF R, o0, TG PRBR 78 % i 4 38
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NO F 01 AR 28 79) 75 3 AR 3k (25mg) AR B2t ML 3h
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MG L Sh . WA BT XE IPAH
%10 Bl EREIT R R B8 B EH KA I
FRIF6 AN KRB AHBAARKA TR
Fr G ah Bk FE 6MWD X B EHER
3.2.3 HfBEEAIAIT  Lepore %%t 9 i IPAH &
BRI S0mg MK A NO J5 ML 3 J1 %
R RERBR,KEAIRIT AT LUE PAP fl
PVR TR, FETHEEMOFMERNKERE
H—E,

1 5] 40 % Lo V5% K 1 it 50 Bk 86 P A %, NYHA
MEINE BAREARFBH=EMRI ¥R
HREEREMEAL, AN AR RERFE
RISIRRT ZEHRANKEZRERATEMbAE
B SBAMAS TS AEEMM, OIER
%7,

EMRIFETTIBIERK S HMETAT 3 BE
EhshbkE EMEER R EC D EBBRENY
R, ERRATTHIFER AWML LT IE SN
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BB
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HWCZA —&F X TRMBIIERTILER
BIRKEEMBRRE S T RBETUE
BUEBLEMGRKEERENEHTWE, 8%



Wi IR 254 5697 A5 2011 4£1 A% 9 %45 1 ] Clinical Medication Journal,Jan 2011,Vol.9,No.1

BOEIBME, B ERIKILERE ARG M3 bk
Z5E(sPAP) . HPAMAEL XX LBRARE
EREEMS KA EMEEN AR RETLE
RiEH PAP BB ER SR LR BIFYR
% PAP K BkBi % %, Raposo - Sonnenfeld %*'" j#
TH—FF AR SR O RERARIET L
BEWEWH KA ESRILE MWD KB LK
WHO LUIBEA R BEBIN AR UREBILER
B (HIZ 53 AR W5 B8 o A 7 s AR R L
M sh %W BEEWE,

— 01 if; A SELEK B P st AR A 7T B 8 Bk e R (&
HFEHER 12.9 %) HFRERFRIE L HEYEK
R A ESRE MWD, NYHA, B A WA
L BKBAREN R mPAP, H X B FhEEMRE,
MEFHEERRFHRE ",

Sy R 5] A B 7 AR JE X B S K O BERR
T B 30 Bk v HE )RR LS I 3 1 A R T B
B W Raja 1T T —TATEEHRAR, A FILH
B AE K479 B (iintensive care unit, ICU) & 10 ] [F
Fe R tkCo W A5 BT BU 5 Bk & IR 28 L NO Y [ B &
HEEER4h A THAMBE L K(NEEHE. KX
0.5mg- kg™’ . Img kg '.1.5mg - kg™' 1 2. Omg -
kg™ ) HEIKE. BRI FRABRMNAY
60min JE T M A B N EMB KM E, 5R
ER:EREFMIIER T B ERMK PAP, Xt 2
BBk E R O Bk E B B ; 5 A 2. Omg -
kg ™' 77 8 i 74 b AR 3k AT LA KB 36 Bk i 4 FE L B RE
BEREEFAAR 4 BAENABBEZRARARE
EZ5, HRHREL R, X FEE RO BERTE
B sh ke E B L, B % 4h (E AT AR 0. Smg -
kg ™' HEIT MGG 4h B AR AR 2. Omg - kg ™' VRTT
HERY S,

4 SAFFHE

% SUPER XI5 R, X E FDA REK# 25 &
4 /5 ( European Agency for the Evaluation of Medic-
inal Products ,EMEA ) ¥4 7 74 b AR 1k ) {6 A U &
20mg, tid ,po-* o {82 P AR Xt L L 5 1 2% 49 S W

REMERBEN, BEE O AR 74 b AR 1k ) 2 A9 38
(40 ~80mg, tid ) ¥ 2 1L Bl & 1 hn , EL79) 6 € B AL 18
7 1t AR A 01 B R) & 7E 225 meg - d 7 A B AT LA S A
PREER B ERE . B LER TR IBEY
I K 20mg,tid ,po, ZJE 55 2 AR 1 K, HFIR
K7 i (80mg, tid ) 2% i BRI B AR BT R R R BE (1
L, BREMB AR FERHART

A% LE N 3 K & A A 7 ot 3R 3E A )

& ,Huddleston ZE I EMKEKMETEEN0.3
~8mg-kg™'d”', HHREREHIIERTILE
S EEEFRAFERAEWHEHLERRK
XK F B EE RAT AR I GER -,

5 FTRERRE

AR Z VG b R HE 14 7T R 3 Bk R AR B I PR
REUBREWIHEET, PR™ERR K,
SUPERIIf BRi% 5% K B4 I Bk 20mg 7% 3t 78 4 B % WL #y
FRRNA KM (46% , 3T HEHR 39% ) HLAR
(13% %t 7% ) . E 40 (10% %t 4% ) &0 (9% %
1%):530

AR FRTHEIERER(ED) M, H
BELIAERE(MEERE LR M, F
IR ) B R S XU AR 7 o 5 B R
Bl 3 3l K 5% i % 4% 9 B 9% ( nonarteritic ischemic op-
tic neuropathy, NAION) , @ B #H 2 B & A A K &
B, RBAEEH FREAREEMTRNE S
PDE6 FRE(->"*

BEA: 7 7 e AR e L R b A i BB 2
(s fs 47 4 % TR TG LS Peyronie #5) R £
BHEEARRM, AHEFRTARAL, ZRE
BESALRSRMNEE AR RN Z 4 £
BLARITARE, TSRAZHARG R KAKE
2 Ha '

H5h, B %A #iE PDEL-S #4597 ED i %
REBEMAHEE Y,

6 EBEFW

PRI SER R FIFER T W ERF LB

AN ARET ARVA AERASERLR
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ZHREE P, CYP3A4 F12C9 & #%E, X &
Y ErERBESRATURRH AR TR DX %K
EFRE,

B RFFAE I A 48 R TG s AR A B 4 1o AR LA
H i1 AR 458 XL, Gt R 9 AT 5 3 A 3E 0 I SR UK
EFE, HEBAES CYPIAL RS KFEmITER
I3 v B, B BB 4 o R B R KR M i 2 o

RZ AMR PDEI-S P53 BRIE 7] LAA IR 9T B 3
BEE, MU RELRNNE, BT REER, B
BEHENEEREMERFE, AHFESHE
BIFE IKETFIRE BB RIS T R, B S
B B AR 7 W i 25 B . 75 s AR A TR 9T
kS ER SN WZEF . BNFEHKLE A
WREHBHEATESARRM. R TALIFE
WITRE ST REA N ST E) R E L2 MIEIE
EEHR I,
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