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FishBk R E: AR R ERKESH

ERE #HFK I R

YTHEARFH B FKHAMER-LEFEAEBATAT 100020

5 K 4 1 (Pulmonary artery hypertension, PAH)/E F Mlif 56 i P G~ D BB 2K R, 4R bk _b Al R
NS W ST uER A TR R R, SRR Ak TR =, B i 2 ok v e 5 B S 0 2 W H R IR S 1%
A ORI TR, 2003 SRR S MUER PAH 8L, A EF 1998 4F Bvian 40 M0 A
ERMER L, BT T3k & E K o 2EbRHE; 3 E B0RL B I B 23 (ACCP)FI 8K M 0 75 5 25 (European
Society of Cardiology, ESC)4-51-F 2004 ££ 7 F Fl 12 Al 7 PAH FH2MIRIRITIEN, R THEZHEYHER.
SURTEHE, BRI EARESRERRE., BEEE, EARNTIEAKE TR R SNT RS LRI R
Brithite, the{@ ﬂﬁr‘f /ﬂ

— BHEh K BT R R PR 5 JEHFR R LA AR

PAH RImKE W -—FFE, el f0. Rl i & s prslig, e RMmaERa s h fBE A1 in,
WSBALAFER, GORAS, WLfREL, mohE—RAERER. BFMEkE S SNk TE 0
R %ete, Bk, KERREIE £ LARBhEKE &, BT 2 KRR PAH MRS 5w L h: 8RS T
Bk H>25 mmHg, SUZEDR 2 F>30 mmHg.

2. 1998 4E 45 2003 FHlish ik 5 EE i 9y K AE dr 44 L i EL g

1998(1& 4 %¢) 2003¢ 5k JE i)
1. BhRktt 1 RN R A R S A
b3 TR (IPAH)
AR HEM (FPAH)
M
HHFH R ATEG AR ENTR
e iRt LEE A
HIV HIV ZMmEE
IRk L= I THK i I
SRR frav i )
YHEMESE FeFA LR
LR L
PRI R B RS R A R A TR
2. Rl ik 2. HOE%YE PAH
(Bndk R A IR )
3. WRER RSO 3. Wk R UL AENE PAH
4. 18 M b B 4. 1B fn# A/ B B PAH
5. Bemalil B AR H AR ON S . ALRE S, Rl SR AL SR (I &5 . LB RIE AN X
WA 5E X )

PAH B iSRG rie, RHTREBESHEL., XNZRHELE, BHEEAS, HHF TIRKER
PO AN FOL T A9 68 B 1T Ao R RS AL va oy RO B S i, e E T O AT A s A I LU F L
AFrH .

1. BR 375K PR3 Bk &5 [ (primary  pulmonary hypertension, PPAH), 344 34 (1) I B A< 93 045 % P Wb 2 Bk 25 06
(Idiopathic pulmonary arterial hypertension, 1PAH); (2)H # & I 18 % 1 11 3 % 2 3¢ e ¥4 Il 30 Bk & H: (Familial
pulmonary arterial hyperntension, FPAH).

iT 50 %3k PPAH B THREIAIE I PAH, i Srakslbln . saa40m . VIS RS CAm B SR A PAH #13
P8R TE PAH. i T4RRYE PAH X— & S5 R 4 HRAL, NS ZMHIF PAH i) Evian 422 O 1+
fEM, T PPAH M12Mi 2RO AR, HAESRZHABRET, R A igEE. FER, s
PAH B EH T HHAEAE I B {5(Bone morphogenetic protein receptor-1I, BMPR-INLFESE 1 R, (R M4
FKirtet F “TPAH” K2 W2 FRERL “PPAH". BHRTE R 46 # BMPR-TI H 4R, Kb 60%i BMPR-II



Y L8 B U R S EFERE

HFZEAA TR AT b E SR, B BMPR-II EFRRTAR PN 15%~20%9] % 4 PAH, F it BMPR-1I £ PAH
KR fE A — B,
B o 2 B T e R IR EBUE R G PAH, SIBSSSMRE . ST, TIMGSE. A
%%&ﬁ%r@mw@% HPAEE, UEREREBE. BE5W. BEE MRS ke, me g
WL OCTHN L RE A, BUIBRS: BTN SRR S, minsk i ER . IR SRS, BT
$*ﬁmmﬁMyﬁmwﬁ ﬁmT#mﬂ¢ﬁm%mmemE
2. BERMOIERBRE RS U REKRESE

iﬁﬂﬁﬁ?ﬁ&(&qenmenger ZR& k)4 PAH ‘/‘i’{:$ 224 3%, MW4HHRAT 1.5 cm RN, RKEx
WIERIE 50%, *FREFTRERANIEATRA I PAH K4, HARKRAA A RO EK S £ M. SnERR. B
PRI IR 2G4 B RHBIRT A2 2 PAH, OB & 55 SR (] B AR sl A sh ik L 28 B 51 4 e R O 6 ) PAHL % A g9 1]
WR., PAH RAENEERMELOIFES . BEREAI, PAH RAEHMSHM A D RS HERE NG X, BIEL
KU — R M B SR T B A, BREBTEARE T ARGERA) FORE AT 42 0T LU R [%
IR SE R P PAH & RE FIOLEE 08 00 B4 697 () R 1

3. by BB il Ak R/l A 0 o R AR SR B E Bk s . AT R B B ] B (PVOD) R £ 2 1 B
M B R (PCH) AR B % EHE AL R, Wit RSE Sk ENBL. BURMAKN ., #EET %, Waikke
RIS, oh 2 P A R Bk RIS % 7R B BT )R 20897 I, BT AR Ak B, BT 9 e )
ERAE. FREF DY ERTIER P EG,

4. T RP RS R T ITE Al s e 5 R K AR,

HREE A 1B S I mnim%mw&ﬁmﬂni%m#kﬁ RIRHEL 2%, Hopitirtt R0
EE N, RHRER %, HICHRFEELBINARIR CESHSER. AN CTD %4 PAH H#7H 1T
FER, BAXRE NIH 82K 236 FIRTEMEEN PAH 7, 18 (| 5SS S 1. BBk S A S
R’E PAH, %£[E NIH [k EEBETH 8B PAH;, NFEHIES PAH R4ER SN 4% ~5%: B INPHATHE
TEBFFERE B 2% B FREAL AN ) Bk i TR 6 B PAH. JURAEHUBNYG AT AR, nl % Ly B 0 0 0 1 35 o 484 R 1 %8
WM B~ ARSI .

HIV BRI R F . —41 1200 B HIV RE & ARE MR, PAH R4 % 0.5%; Mk £(3349 B0
AR HIV BEF Y, 5% PAH RAEES A 0.57%M 0.1%~0.2%. BIHeR: HIV 18 105 gt #4  r JR I ER
B WoEE AR A C AT e 5 PAHL 7E HIV RS E T, DU 5 20 8 5 45 B K E PAH, 25,5 42% —
%%,ﬁWUMWUﬂMﬂmk%ﬁW@%%K.Hﬁ#ﬁmkmmﬁﬂﬁﬁ)Nh [Tk I Sa R, mAn
bkl vl FUORNRE . AR NS M S A T RE S B PAH. [ BRAE & PEINEN Ik & R FE 40 81 (IPPAHS)
R, MRk iAn PAH TR7E A BAE R R, IR A 6.3, BYRRZE LU B, BERHEAT 3
X b flel 23.1. 20 42 80 SEAUKR S 90 AE4HT, HEH — R B B fr AR MHIF S S 400 (Fen-fen) & HoAT S 4904
BESF A EN . A AR BFMAHE SR A SRk SRR K. 1997 & (H tmEEAE) E, ke
fER 3 HULLE, PAH RBRFEE.

5. BrEIRH AR DI AL XS N R RET CEE, R T EME R R AE A S R, g
it B e R g A o T R BB B R S T, B A 3 S A B A 0 M R | T R ko 10 R Ay 38
B, WMALTESE. TR, TURBSRHAR AT, MR RGE) bk A 0 P TR S TE A R B A
Ay AtE bk, PR EhER R F7 05 8 8 . 5 R A O O Rt ok e A BB Ay X e A IR, SR o ki A (R B Rk
Fe, iXuegom £ 8 B M ahbk, GFCHREMEMEREE. SRS EMsm. [FPE . IR 5
B ORACE A KRR ES, Bl a A B R R R S T . S R e R B B
3 A8 P il A /e A J v sl bk TR, sREEREMERDENBR IR, BR T (4500 o e i (R b AR FE JE 4, 1R 45
Mg, Fhd, BYFENASIRMEE,

= BBh KRS RS T T BRI AR

PAH WA SE 7%, ISR ZIMLBZ 557 0k, SWEAEBOR. AR, RN AIEE RIS & {20 7 PAH Myfs R
ST LSRR S K o A BB () R R F R ARUE AR IRER 1L e . EeIRAREA LA EMIR R, ek
A EMAT H W, RN AT SRR LR SRR IT o ARTEER RSN A% K A B i 1 5 i a5
LA E A R R,

1 P A sl P AT DU R 0 RN Ol B I E R K RIE BN AL L K I A R A
WAL, Eh M T HE A 06 B 1 ) AR AL

KEUARLSEREGR N “ SharE” O RBTFIUESE, #7050 8RR B IR ) 060K A d5 h ol S
—i, HEXEHE: OEASmnKE 8. MEhE D &5 E R LR EmE S TR, A8T



PR b A SR E IR AR EHRE

EH PAH, GREALIEIEA. Eh KN 2RI TR, SRR BRI, RAORIS S S.
@R RE Ma KR BRI IR RMRFLH s, S TR a2, v R R IR ) L
WA DO SRR, I LA IERIAE TR kR g, S HIFT R A S A OSER AR ERL, MXEY
0.76~095 Z W), HESMFEMNE, EMA S GTH] . A3 F R0 o 5 DA i (] . o o ol i e ) 2 B 8,
LR RENA R S RIRE B Ry, Db S i S R R A, AR B AR S h S
IR H R BB 090 UL E.

B BAL R B A R T SRR S BB 090 L L, BIXF Bk BINE 2%, Bl
FARI, PAH B iz ik Bl A9 0 ah Bl A MU 8 AL SR I L2 11 mmHg, 3 1% K8 & BRI 7y i
R MERIE 20mmHg, ¥ A4 LIrMishbkE X T 100 mmHg FIEE, B TENEHERE X,

B Y YRR ERIE o Ay £ YA, A 0o mh PR ) RSB 1B T R A S AR AR T e, PR S A
T PVH IR 25 BB MM S8 RAE-ONEIR . F BN T 0 R M CRE AT ek PAH A2 .

2. HOEHESERA: ALETE PEI RO EAR I, R B R A S G ER Bk v R Y
PO VAR A O B s 7 PO “ Sk dtE . BRUERR T E M Eh BRI I 4h, JL4E PAH w20 P i1 FE L35
(O 52 b ah Bk R IR , 87052 W1 Rt ko vk B 0 B o ¢ O 8 ol W9 IS 2 B, 9 B T2 BT 4 Rt 4 i o s
RS, AOTHESER AR E ATeE MG I e B R D 1 g BTRAPR L, A D A R R R s
PAH, ACCP flighlik s iz isfamidil, Fra RSB & k& BEH T SER A LI Mk, WS~ E

SRR B AR B S bk s R S 28T IR 7. 2004 45 ACCP ARG AEE I, R
BB & B B ST R RS PN T 2 0, AT B KRG, AR 2L B HT s 25, Ll iR
BF AT SPELE Y KGR i H ORI U AT BT ) A R BRI B R . BH] TR &
PP SRS SR (28 2 1R A I B R AP A B R L HRE AL, R S A b A SR
S5 HR P 3 W A 0 4 0 3 A 0 NS T AL

ACCP 00 i PAH 8 7% 104F IPAH UL MRS 8005 . U MR RE 0. TRk . HIV IR, 254, &
FEAF I R B A PR K o5 e By R REAT S i R R L B R R R R BT TR (R
;PR i O AEW AN 10~~20 ppm; @G KT 3144 2 ng/kg » mimyFFEie, LU 10~
15 min 3440 2 ngitkg * min}, — BB 12 ng/(kg « miny; @ERBON AR : 045 50 u g/(kg * min), B 2min 9
b 50 pg/kg « min), BACANELT 500 pgfkg < min). FIZE B R AT B AR 10~ 15 min B30 du szl g
fabR, YURAETFPMEM RS PR RE . O R FERIES B HE: QWA E RS 30%80E T 85
mmHg; @LEMINEN 40%: @OFRT 65 B HIARM TR, @RERWHIZMIAM, L5, Bo%
RREMN: @OEFRFCNER AR, OFEE. FITMeg e,

BN MU Tk a0 nl 3B R R AT G R 00 A B R R o T PR B TR« ST (I BR U R
AL ACCP BERBANTIG A& ROV bR 2 . 1N L4 3K AU AL BhIKEE 1 F B 10~35 mmHg, Ot
RN AR, FORIHOUE A AT RN R AT, B RO R B . AT R A R R R I
F VRS S TONC I &l getb s,

A Y kRS B F ERE N IF R EN R e, B PAH B, BLIE IPAH LLAEESFA U . e KMk
Mgy TIRkE e, HIV R, 294, & 055 MR 2 M PEe sk . UL S BF MBS E S, RS s
i 5l Sk e s A 9 T A e B A I M T A 0 T B S 1 0 i S B I T A BRSO, T AR AT A SR R
. -MOAKh, PVH., {CEMEREE K . R MBS0 Bk & LA SUfRY PAH 1 F38IF RN, BT
R X T A IFES O E Wl i AR A S G RN AT &, WAL IETiR.

3. MMk S IR B E, By, B is,

BT A F 2R PAH 597 ERIAR], ik, 20ia8 PAH SR a8, — iR, S{Faiifme v,

HARICAYIR A & . AL R . A SR, MBS E SRR L Y- ik, %8
PAH B A SN AR ERARS £, 0 PVH B AT ALCIRIN IS PRES 85, RSAE A B I i 1647 €6 St B S 008 10 AH 1

R, FERATAERN . WARERM, RSB LU F il RIS,

FbDHREBE: PAH B0 — BRI IR BRI RISk O P 6, A TBBLE, ol 4 B
BERRE IS E™ R SR < DY RS aY, B4R AR s bk s .

L FEEAREII: BIAERM, K2 10%~20%HURF WIS B#H AT PAH, Bk, 41787 PAH B#
Wity £ S HEAS TSN, LLi2 R AR AT W BSE6Y 5 [k A PR A sl Ak & T

FUGE R 1 AL WS Rt B Fe 0 3 )ik e R Sl K e T S Al U S R A A ]
T P RO R B o e MR R AR, T Mo AR R 0] PAH LRI

CT: B¥FEE CT. &9 CT LU CT fiahikis e, MR8 ARINEPRISOLE A, % i sS t ii 57 ik F
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fiEFRE. BFEHFHULUE TR RS, REMUOBIRE. ERESEETRERAHEY PAH,
DLk, o3 2 K 27 5E85 B B B AL Scl-70 4. HL UIRNP Hifk. HFiEHUE(E 5 ds-DNA Hitk. #i Sm Fiik
BLARFERIRE T, TS A A X PAH B . 164, BFIhge ST S0 S Amioy. SRR IhAL.
HIV B R B AR T TS IR . R ERSER B HIV MK 8240264 PAH (R0 fiE.

4. % PAH RIS EIE I #ITIR G

PAH JUHE PAH P EREME A IEHT T ROEFLUETFHMEAEES X, WHHEEMLF =A7H:

(DEEBIAKEE £): —BURE R SARA T Ian ik ¥ 1% PAH 0 h =%, %/ 26~35 mmHg; H: 36—45
mmHg: Ef: >45 mmHg, K4 PAH MRS haE i 2.

QEEFETHE: EEEAOEHMITEERNNE. MshbkE Hrm, HO0E feimi, B f.0EE
B Bi PAH 53R, BishikEit- M, H.0REIERBARRENANERLLET K, BRins
LHEE. FERSTREULMERREYS PAH BE AT XAZSY, SIS OIEALLSERET F4LEE
£ 117 o

(DTHREVE(E: FERSE: OPAH IHRET 4 SHUIL. ¥ S (NYHANCINRE S ARHE, RS e, B [ 4%,
EAENAER, HEEHIREEAERRAE, Z 5. WENEE: 1% 55282 H, KER LT
W, BRESHa3EMMHEEE. T h. MBS, 01 2% SAEsHESH, KERTRER, 88 HEE
IR G ERAER: IV S FREM BRI DES, RERIRE R ERE. = %R A OB,
MRS EINE. @EEhiRE: L6 e TR K (6-min walk test, 6-MWDE A%, ZiF{H PAH BEE
BHRE M EMIENR. £HX) [PAH B KM 6 BT AR S R LM T R EH %, X IPAH TS i WA
FEEEX.
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PUEHEITIT R R MR Eh K N I RAL e, AT Eh Bk e LR AR R AL VAFT PAH BRI A, B XIMH
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&8 PAH Y77 AN ARG O B L Th BE s M T o R, I RN I B AR, PO R RRARAY . oA I
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DLAEF SR Hr T 26 0 0 5 k) /A0 B S 24 h T TPF RIS B JCAUHEME . BEVLUE . 2R A0 R M it
BRI 7 BRI 2 M LL A AGS IR, BHCEE U, IPF R IBIFIEER AR, FERRAORPHRE
SHETH RN @I RN E R —IHER: @EFE LN RN OKMBTAERRSRN. EFE4)L
TOAITFCAED:, R B H T 4 - 38 kI 69T IPF, W RITEM 6 M H) VO =R DL T E R L RL, B
{ETEBE G AT B B RbRit i Ak, ISRy B FETE THIr 7310 VO DLo s BAb & . 2004 4E 6 A,
Collard % ' K& T B & O ER O B R BERG 1aTF T IPF 0 3 A (7 Wi [ A W 4R L 5 SR R W, J4 7 410 =82)
FURITAL (e82) (e KEM K 1431 KR 1665 K, RRGIH¥ER (70.58). fF&NND, REE
IPF RWHLEITERI B0, WL RBIT M EAE. O PR AR, BIkE ErREBE. 2004
1 ATS B4 X F MG IT LA 05 154 JFEE ATS/ERS #7509 LPF 25897 7. Schwarz 78111, %t IPF it
AT B B VAT B0 AE PRSI B al ek AE . D EOR A TEIRIT VI AT AR 2 @M A s AR AT it
THE, SN tEMER, @R RBAN b diRIT OEREBTERE.

TEH RGBS, BETHERAE A TR EASEnERENETHRE. DXEEHE
w2 ReET AEENEENRE . dREH, FHEE A BT IPF 2 NER 40 FEED 1246 (30%) F7iE,
MAEHFAE A B 41 W4T | FITEFE (2.4%), =200 IPF S nER G eI GedH —E /. {8 Hik
PORITAE R ATISPEAOIS, SYT RSB T ELN. A E KIEITE 2 5.

=. B iE ARG
1. FHZE (JFND

IPF 7497 IBFAUD, L4 B XM PN, (B4 3 0, IFN- v fE30E) TGE- 8 {5 91 S Al MRAETE
HKET (PDGF) 51K AT 4E A IS s8R tirsc LRSS o T b B M. INF-B B,
AR A IEN- v AR, BRGNP L8 FIVE B R T PUETE R ER . B2 B4 ARG M Ziesche % 1999
ERFHIHINER. 96 IPF BEMEH IFN-v 1b 200w g (3 &/, ETFES, 12485, SXRBEMLt,
DhEEFNEh Bk M S HE bR B o . JRIW 2001 4, LLEE APOMC T IEN- 8 1697 IPFIT RN S R ER, 127
FZ N E TR AR E P, £ IFN-B 597 0 1PF B E WM Th e R e B0 & . 2004 4F, (o
EEARE) RET EREBRT K Raghu FRELITHIXF IFN- v 1b 1877 IPF P OBYAE. KB
PR RS MEOEIEEE 20 5%, REFFAL R IPF B 330 {5, RBGEHANA) B AL 55 (FI 25y Bl 2h 162 71 168, TRZEM
R —4. GERFH, FEIBEM B EANT MBELERANY LTS ER, BRITHRERY
10%, 16 TAPERE (17% P=0.08). 7F 2004 4F ATS F4r b, Hunninhake #3%iAR, XMEWMEFHLER, 1
FrIEKTLEEN ), WA AR HMEAIFER LM ER . SHZRABIRIERG R BRI, ¥FVC62%B1 8
FEMY IPF B, RS 4% (3/86), MWIRA A 12% (10/88), ZREFLITEE N, #5 [EN-v 1b o[ ik 42,
PEIPFERTG. Nt PRIEX—EE, Bar, L. DR IPF BE NS, R E A E 600
Wi, TRBLRFIE] N 2 SEM < INSPIRE™ WS IELEHEAT .
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B SE0T 9, 2 AT e A e R b R S A RO E R . JESE SR, X F pirfenidone JAST IPF
RiME AR AR I, 1999 F, ' HEA 54 ] IPF BEHHT T HEZS AT TR ck: 1T ke R ag, e g
pirfenidone BT IHRERILANIEH . 2002 € 12 HES, i Raghu HEELERARBE 0. BEIRE. %
RIFIRE BRI Hid, W4T 7 pirfenidone 3897 IPF 9 11 BAMGEK RS . ZiR CE M, WM D RFLE 2005
4H {Am J Respir Crit Care Med) Zvi& L. AR IXAE IPF 35 A 107 ), KR4I AT HN 72 45
354, FTERBATUTERE: ORXBAL 6 AEM - MAR, MER 6 44T EIR P BIE Sp0. Y8 T X4

CPEAT R 0.0062 1 0. 0305); @VC FRRIREE R 4 T4 B4l (/X0.0366) ;@IPF At EHFIRRAM
FAtE8L (P =0. 0031) .
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B B e, TR R R AT A R R . B R R — A EERECER T
NAC ¥ 37 I EFHE A 7 2, At 3ERR B, (R 7 DRFE S 51 “ KHE N-Z 8L B E RS a7 e Rt AT 4L iR
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