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B OHEROERICIE, WHRICERODZ DD, LOARIEI bORESTE
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BT eEENREBICIEE), BT TAHLGLALEEHLTFERRELE 25,

OERA

BPAHOIERIFEIERTH D, NI, HIMED S B5#2/3UEHEES
NTETHH TERDEIRT DKL DICEDEHTEHD, BERTCHDLI
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SBEDPAHICH T DBBEDHA RS14 & ULTIE, 2007820094
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5 WS ORRE

JOAUve, XSOALA®, 70— R(RSTOX M MUDTL)
B MEZ RS CHEA»D APGREADH L, WIRTHRESTELIRATH 5,
«7%1hWk77D~b%i& TETaYA Y YPERERS TR NS MY
T ATER, ERERKITHY, MR F ) %5 LTRSS LRRED 5,

@ BSEDFEE

. @R, AE-FEOREK THZ EORER.

MM MEIER A S B o I ERICH B BEPERER COBEDDH S BET
BEERET B,

SSHEAE ERFIE
SH A ELEN G (FH5 - LT20 4 g) & 1HSMAR IR Lo, fEikE A% 55
B TR LT o MR 2B AR REE1AS~AmE L, 1A REAE
9%E (180 g) E BRIZHET 5,

%§§ﬁmﬁ“

LR E R D, RESHm, IREBIMZ CBm%REL R T 8%, 4, &F
HBVITEIRL T B RN D 5 K.

FSOUTCGREVYSY IV %\”az U UEBERNENE

GREVY VEBEICBBRINLEY IV VFHERT, 22 FEY Y 1(ETD O
ARORMEL LTERT 5, XHIL, MEPFEHICHFEETHETAZEMR, 25T
VBB, B X O FEHMRICHFET 2ETsSBEROBF IHEET 5. ET-1IEHE
DNEENENEYET, COFREZHEET S LT, MERREBELYAET %,

@ET-1IRER, MEEERZEOMPB LI UOHEAZCLAELTBY, MERTD
ET-1OERICERT 5 2 & T, MlERRIET L, WRED ) 7Y ¥ riE

EEZRMOBRE D267,

@St FREERE (WHO) classH O I EU EOBEICHIG & 2B, 7z, ®iE2010

FEHEETAZRERE BIRMICHEST 27 70y ¥ V(T3 )7 R%) bk
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RENTWED, FROBESHIZIE-Z ) Lk,

klﬁgtmﬁg

@RV 5 VT RERE MRS BEEL CORERSREShTBY, HH
:-qu%m%ﬁﬂ%ﬁLMW%@&E@E%%%%?éo

B7 Ty VIIFREREE - IERSIZL WSRO FEERD A T EW

HbHo R Jc./&/ciﬁ:ﬁﬁ# SERLERIBES LD, T Ty T
A TZOAR) VORER D,

OS]
N - BRBAMTIE, WO L) FREREOREASS ), FREREEDS
BELTHRGREEIT ). 7, ERICAEETH A,

@ 1 SHAR & FRHFIE

@I CODLERIZIH2EES B#IC1E18E(625me) ¥ WIRT 5. BIWERP 2N
X, TORIB2GRICHEET 5. FEBENSEATEHEE, o ltABEL TR
BEED R EOHERLETHE, 77y VizlHIE, 28 (25mg) » 5
Bah L C2~4BRIT4GEITHE T 5,

& W75 DER

DINF AT F T 4 )b : PDE-SEEE)

@%%), PDESHZRIBUOPEBERBEEL LTRRSIRLNE -7y b
RBRARYIRAT T —E58 (PDE-S) ZERICHBZL H/HLTBY, PAHIZ
HLCTHOAEETHHILMEREN, Y UFF T4 M (LAFFO)ELTHERT
1220084F & D AT EEL 72 5 720

SME PRI 54 & i —BLE I ME TBE O cGMP% BN & & C MR
YEF % 563 5 2%, cGMPIIPDE-SIZ L D &b, PDE-SIZ11EHEH 5 PDE
family®12 T, FICMEFBEHBICHFLELTEY, Y VFF 74 VIZZDPDESD
Sk E L CcGMPR I S ¢ MEIRIEE £ £ L5, ZOBNLBRGRESD
5, WAETIEIWHO class O I EB LTI EOPAHICY T AE1LERE L ME
DIFHbNTw5b,
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@70—5 2V HhPAHEBEDBEICERATINSLSICE>TH S, PAHE
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BT by RIVESEIE, 70—-5 VBB TORRKOBEDIDOTH S, HEIEEZ EFEIC
TREPEIPOERDBHHY, BEOETFEOFRENLERDILZ VL Bbhb, KTk
VANVBHZE D, FOAEPBEETLILHE L, BREIEELNBILETH S,
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WEDICEA I HED R EMEFERATALIIIT 5,
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S7u—F I35 LRI E NS L MATEIEE A S AT RENE V. TR
Ly rR AT =T VIRERK Y TV AT LD S5 T VIZE D IFRESP AT L &
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BEHNORERH Ly PRBIITIHI~20, EEF 2 -7 OKHEE2~3HIZ1E4T
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@ RSHECHRAE

MRS EOBRE LTI, ER L ICHN T 2 LENDH 50, HLAEDYWE,
BNPOIEEALZ &2 BEE LTHET 5, BARB, 562 B, 1ERICITHL
AT—TVBRETRITL, 705 V°OERESREHAEL, DBEEEITO P,
HERFEE 50, TRMEEBMZIT ) P2 RET %,

B70 -5 VORFFLEBEDROBIEEETH 55, —HBICHRBEREFIDPFE
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LTHREIL-EZ A, 2001h6BI T O—5 VIBRICARB TH o729, LHL, =
NS 70—F UYREREARAREICH LTI, VAFICR S 7 ) T HBET52
EWIDEEGRIBONSGBEDDHY, BETRINSEEEOBEIEDHAR
&I & Acombination therapy DA RMENEIFE SN D>0H 5,

& ==pl

@7 U— T UORMEIRIERA P E 720, MERRIERICL D S 5ICREIE/LT
LPURMNDHEHETRIERE LD, Thbhb, BEELRELEREZEOH S, BE
ARIIE, 25 B ICIABEAS ISR U /- B (B IREZEES B DONE) TH 5,
SHEL FOMEETEMAY © > FEEILTED, 70—5 Y OlA Y v >
ME DR H7oDEBMEMIEE E72T 2 EPFAMOLNT V5,

" B:F° Eﬁ*rlm\mf#/ yf&ﬂ? WJ
. BN -BRBAUAICREERS LT 5. BB OB T A REMIIHLLT
* Vi ZRUEIIC, PAHEZIC BV CHIET 5 = & BAFERE WA 5,

HT70—-SV0DRIERE UTIE, 2 BEEiLE - SEEE T
BL BB EEDBLEELSDIFO5ND., BIC, ZELTHAIES
ZICRHOENDH, 70— ONEMZ+DICBEICEHAL,
HEREDEZ L TAICITHLEEICTRIET o

BEENFENELDHD. SHEEHERZREIT I E/REINTL
D, DNONPRBRLICDDTIE, M WsEEMNFHERICKIDE
MEEZRDDENRDD, FEEETD. HICT—T7U»
ZHBUTVLDEETESRICMEENMZSHT DI EDHE
INTWVD., Ffe, VMRS ZE&HT DTN BIMEDE
BRTHIEHLDD, MIREOERNET +#O0—7 v TZETS
MNEBHHD D, FRREEETTUEEDEHD AT ELEHHNOLN
[F1~20 BIC—EFRRIREEZT = v I LTV, Mikulicz
®, BEMRR, EREEKEE(TJ0-5V°OBETEC
3), »EU%EE%U%&W1/JE"/’;@drenocorticmropio hormone :
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. FEOEN 5 TO—SVREHRETHHTILEEBENLOD
| DEBIET R, TTILHFL TV BEERN L TERRLT
EH53TEHEAESABL.
Ok v IT AT —F ILOHEARC & B E%EE‘OD%JBE uo-5
L UOBABEDFROBEOREY, BAEDUAIEEETS
CEBEICBEULTHS S,
QEENRICIEBEB/AZNASD, JO—-SVRBEEEALTS
MBRERDEMEE DD 3BT EEHET 3.

S@T70-SVORBREVINFFOP NS TU T IREDARMEED
HAICKDBBICPAHDNEL, Z0®D><HETO-5/®

- BES8ZEHUTCHEEICK > TRETO—3 PRI Do ER A
FXTCHEITDEBFDLINIIFET D, UL, XZJBHOTO—
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S NEEEEEY YRV ADPRBEI N,
BRIBOYETHEEh TS (El),

w8
B

— BB VBl S LS D B IR Z L
.\ FEERERE. BEFESNRBERE
LCEDbh, TOLERRTTCRBEEDM
BIEERED 5 LHFSV. BT S LD
HHEET IR R IR HE St & 5%
TCLIDD, AUAECLRE. FEX
LERROBI LB, BRELTEET
MBIMEOHFELEE) LEND Y., FEEIY
BECTRAZ Y=V 72179 RERE, ¥
FIRFIEE DORERL, BER R RIFR B O
REDHEZLHATR. BBRERTH 5.
X, LERCCHBIELRTHRE
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HELWRTE 5, SOCREBEL
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RBOAE. WREAMLKSY ¥ F7
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1 SRR
(2008 £ Dana Point $458)

1. ISR R
_ (pulmonary arterial hypertension : PAH)
< 1.1. %% (idiopathic pulmonary arterial
: hypertension : IPAH)
1.2, 815 (heritable pulmonary arterial
. hypertension : HPAH)
1.2.1. BMPR2
1.2.2. ALK1, endoglin (EIFMEHMMEEANE
 HEREEEILO, EEREDEVLO)
1.2.3. KHDBIZFEE
3. SR/ BMFRYE
A BEOVEBH-> TR AMSOERE
BERWAR -7 0
.42, HIVERS:

©1.4.3. FIREFEE

1.4.4. XM v > MEURR
1.45 EOWRE
. 1.4.6. BEROMEN
5. BT BRI R
&3 BREAZESE (pulmonary veno-occlusive disease :
PVOD) & & U/ % = I3 BHEMMAEEEE (pulmonary
capillary hemangiomatosis : PCH)
EVRBICHSISIMERE
FREREBF I FERRIECH# > TR 3 S
mEE
1. BRI IR
.2, AR E
3. {RiE B S UMBIERRRE 2155 oS
4. ERFEREE
5. MfaElsrEE
FRIC 51 5 1BIEIRE
SR
BlEDRERMMSMERE
hronic thromboembolic pulmonary
hypertension : CTEPH) '

S D TENSERC & BHEIE

BZ * bone morphogenetic protein receptor type 2, ALK1 :
vi’n receptor like kinase type 1, HIV ! human
inodeficiency virus )

(Galie N, et al, 2009 & Y —EF3Z)

'n it V"v’

REIREHSNES (PAH)
KEMERTOBEIED, BERE,
RERE, ARES L OLRBIEHE LT

v, BEERSTERY R 7 CESCERRT
ZPAHKEMBEE S BT 2, &4,
PAHO PR BESKIBICEELTE T
% B PAHSS REGHAEAEA TR E &

ST ERREV, FRIEVHBREDER

BEAIEAY . BHLL TV 525 20094 KE
DR ¥ &/ RELBHS (ACCF/AHA)
BIUBRMLERES/BRHRPREES
(ESC/ERS) I CHig ML DBHT - BHD

HAEIA VPEREh TS, 2#LZh

S5OHFA4 K54 VDY F Y RAZIPAH/
HPAHD S Db DHE L, MOFEEC X 5/
BIEETIRAA F54 ¥ EPAHBRIE
WEOHEIBIZ RV,
BUFICACCF/AHADPAHE#ET VY X
AiZESVIEREE2RRS (K. £2), #
R & DRERRIRE L CHREEDE. DURE
Wik, FIRE, VX5 RBHRESEVD
N5, H7—F VRE CEENLE KB
REZTV. BEOEEIXCaF ¥ F VER
BOBIEAD Y. HIREZRTHADS LB
T %o L LERBHTORSIENTH
BT, MERSEHALEVRESIES
LEPELSISRIITWERELD Y., BHL
BREREGCLEFDH 5. PAHFRWMEBEE
ELTRRETURFY 429 ¥ (PGL) &
B, —BtEE (NO) 8K, =V Fey v
(ET) BBD3o0E®E Y —F v b L
EHNOEHPEETD 5,
a. PGlzﬂﬁ‘u
MENED b EA ST S MEENETH
APGLEEAR LR TOXF )=V Y
7 A, treprostinil. WAE L LTHEHAS 1
Biloprost. EIPGLEBEDORS 7T X b
F R AL ZOEBEREDND B, RS
TURF/—=NF MY 2idRmd BERNEND
BAEBHSEL . FRFIRERSLETH

"~ 5, IPAH/HPAHICH 35 T ¥ ¥ A{LHE
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BOFEORREEL

BLREDFFRS Y

L < ETER

I/1 v

00mil E 300mELF
AHEY X, BEE | AEEA, BEET
%
HEE: E% HEE: b8
DB ER | DRmEET
EZICEVWRES | LR/ ERER

" (ACCF/AHA, 2009k O %)

HERE (RCT) WK THER. EEWFHE.
MATERE, EAHFROLENRENTV S,
NFTURMF Y)Y ARbAFETHRES R
7BROPGLEKITH B, BATREEALHMER
BICCTMATEIR L FHROEEF B/ I NILE

2012 4R l 400 { BP R IERE
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BHRERIT. YNVFF 74N IV
L 55574 VEDITREORS TRCTICT
G, NTBROBEIRIN TV,

HB 5 CHRER TS CHIIL, SR
SRTVEY, SHOIVF Y ZADER
7o TRFTRF ) —NF Yo A4
Y VTFFT 4 Ny = BRIV B
PACES study T3 BB 258, MATH
HEL, THSTRAF ) —F FY oA
BHCHBLTFROUED RSN, %

OBRATRIYNFF 74 NIV BED
REQET. Kt¥ ¥ VKNP OREE
B sh, EHOMEIEH L ZERFLE
5

bW B RIEN B ABHARIC RIS L
AIl~VEQREIBHEERE & RS
EXb b,
SEEHREICH S R I A

CTD PAH)
EUB‘JL@PAH@T“%L@L%# LYy
L LT BCBEROBERERS 55
A5 A PR EMREOBAICE
WIS (S5 5 A AP D B A8
BER L ORBSEETH 5. Fhh

FFTANI T VBBE LY S Yk

ICB L CIXCTD-PAHIZIPAH/HPAH Y M8
LCRETHBI ERHONTV S,
(3) @M TS MZMERE (CTEPH)
MR RIRBOE RS & 0 PRI D 2 A
ik, BIBRAEERHORSHDH Y. EHE
RBEBDIPHEN DD, DWHSEBELEE
by, FEFRITREMERD I -
RHITWDZ &2 5Bl OB
EThbo FMEL. FHTEHTIPAH
BRNBBROEDFOBRENHTE TV

P L ERTWRG, SV—=Y A TF—F

i@ X B MBIREEA OB E b T ETHY,
SHRBET S ERIEL 2 5 TN D 5.

RRICBTHBITR, DIEOFME L
TBNP. REREOHE. B 2 BERX .
LER, bra—itk2RBBHENLETDH
5o MPRBICH L CBERICL 2FREELR
EORBMERDF = v 7 DH% b BkOR
B, BURIGERRE. BERER COMEBERTFO
Fxv 7 CHERTH Y BRI LEH

 hBo FLUBRMEOHRHUELLTIHA

2N sﬁﬁﬁwbmﬁr~TW&§£;Wﬁ
IREFliASESC/ERSDO 4 K54 ' ChH e
ThTwb,

M, et al : Treatment of pulmonary arterial hypertension. N Engl J Med 351 : 1425, 2004.

i
ii
E
i

i HA, et al : Imatinib for the treatment of pulmonary arterial hypertension. N Engl ] Med 353 : 1412, 2005.
au G, et al : Updated clinical classification of pulmonary hypertension. ] Am Coll Cardiol 54 : S43, 2009.
hlin VV, et al : ACCF/AHA 2009 expert consensus document on pulmonary hypertension : a report of
rican College of Cardiology Foundation Task Force on Expert Consensus Documents and the American
ssociation : developed in collaboration with the American College of Chest Physicians, American
Society, Inc., and the Pulmonary Hypertension Association. Circulation 120 : el3, 2000.

et al : Guidelines for the diagnosis and treatment of pulmonary hypertension : the Task Force for the
s and Treatment of Pulmonary Hypertension of the European Society of Cardiology (ESC) and the
ean Respnratory Society (ERS), endorsed by the International Society of Heart and Lung Transplantatxon
T). Eur Heart J 30 : 2493, 2009.
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WS MEREORE & % 2 RBIED TEHHT, WHMEEDHRED ZORREICES TR
ERERIEET . DEOBFRICELTE, FEIEATOIRERGHET 705 5L
A EEREDHSRPITR o TORVITBIEER b S, B, HRAE THRBME IR I EE
DEFEEFFHEEN TS, HABCHT 2 MRS TER. 4, MEMEEHO
FHIE—BIIRRTH DY, 1090 ER L )4 ORRIEEESER SN, FRIGETUEL
DDH 5. LidioT, IhibiiBEERERT 5 EEBOARELHAXIHETS S
LARTETHS. AETRINE CRBERSNAREER LA T 5.

B wsei BEERDIMITSNES (/H-PAH) OBRE

1. NIH (C&%%¥E primary pulmonary hypertension (PPH) SEFIESET— &
B DY FRA ¥ MAETI, Bk [PPH MRS T Bk [I/H-PAH] IKEESh
7=, PPH BT 2 B9 F R ALK EE LA AR (NI 0X#IC XY Fbh, 1981~
1985 SEIZ I TR S NDERIOREI T8 1991 FICHR SN0 WR L %072 187 flof
SETHERI 36158 (1~81 %), BRI 17 TREMSS, REEOD DEHOHE
B 64% T o7z, BEMIOTHATHMEIL 284, 1L 68%, 2 FEETFHAS48%,
BEATEHRN U% LEMEN, BOTFRTIRAOKRATH S Z LIRS (B 1),

(%)
1001\
80 \_\
£ 60 —
3 ,
= 40 R
20
O T T T T T T T (I T 1
0 051 15 2 25 3 35 4 45 5
740-7v 7R »
N ' S

B1 NHIC&BKEPPHHAOFSE |
1 EATERIE 68%, 2 EAERIE 48%, 3EAHRE 4% TH ok
PPH : primary pulmonary hypertension ‘
Tk 1 KYB1H)
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