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. ) ) FIFIWYT ST index of pulmonary vascular
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FVC forced vital capacity BhhESE NIH National Institutes of Health KEEIZBENRPT
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HFpEF | eart failure with preserved | BRIHEDRINIDA NYHA New York Heart Association | =2—3— 2 DEiHE
ejection fraction ES
heart failure with reduced BRHEDE T LIaDAR obesity hypoventilation . ——ym
i ejection fraction ES S syndrome LRI B IREE
hereditary hemorrhagic BEEMEH I EMME . 2 oo
HHT telangiectasia R @] oxygenation index BERILIEH
HHV-8 human herpesvirus 8 8t hANLRZTAILA PAC pulmonary arterial capacitance | @R+ /(25> X
. - . . arterial partial pressure of Y TN
HIV human immunodeficiency virus | £ hBEARED A )LR PaCO: carbon dioxide EARIN — B LRER D £
HLA human leukocyte antigen E bRMEKGUR PAG pulmonary angiography FhEnifER
HOT home oxygen therapy TEERREA PAH pulmonary arterial hypertension | F@fk 4= MELE
) EEERERIERT = arterial partial pressure of N
HPAH heritable PAH [ Pa02 axygen EiRIMEEZR D E
high resolution computed s\ ppan
HRCT tormography E0#REE CT PAP pulmonary artery pressure ijiEd)]i e
HPS hepatopulmonary syndrome BTADAE RS PAPVR \F/):irr??letatj r;gmaly of pulmonary B RS
. ) . KEDRA UL—2 )X pulmonary artery wedge -
IABP intar aortic balloon pumping v PAWP pressure FBnARELA £
. . < e N pulmonary capillary p—
IL interleukin AVy—0OA4F PCH hemangiomatosis FhEHR M ERERE
. " . e i e e arterial partial pressure of — oz
ILD interstitial lung disease BB MRS pCO:2 carbon dioxide "B bREREDE
. . . post capillary pulmonary BEMME A SIE
iNO inhaled NO WA—ELER pcPH hypertension s
- . S eaiEd eSS percutaneous cardiopulmonary | g e ~ s
IPAH idiopathic PAH R PCPS support R EZAD\EED
IPF idiopathic pulmonary fibrosis R AT ARMEIE PDA patent ductus arteriosus EiRERF

(RR=(ZHi<)




BEEE—E (\i)

PDE phosphodiesterase MRARYIRTS—E SDB sleep-disordered breathing FEARITIRfEE
NIl ;57— N
PDGF platelet-derived growth factor | /) \iRFRSRIEFER F sGC soluble guanylate cyclase Eéf %7) VBT
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PGl, prostacyclin JOXIYA U SNP single nucleotide polymorphism | —1EE%%E!
S ==Tire o
PH pulmonary hypertension SR SpO: percutaneous oxygen 1R EDARIEL 2R A0
saturation 3
PM polymyositis LFMERRR SSc systemic scleroderma EHMREIE
PoPH portopulmonary hypertension | PARATE INEAE SVC superior vena cava ERERIR
persistent pulmonary e RE RS T mixed venous oxygen N
RN hypertension of newborn fiE SvO: saturation EERIRIMEREAE
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hypertensive vascular disease | & index S
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PVOD pulmonary veno-occlusive IR R I tyrosine kinase inhibitor FUYVFT—CHE
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PVR pulmonary vascular resistance | FiIIEIKHT TNF-a tumor necrosis factor @ EREZEERF o
PVRI pulmonary vascular resistance BT PG transpulmonary pressure D TR e
index e gradient
QOL quality of life EEDE TRPG transtricuspid pressure gradient | =RFEEZE
Qp pulmonary blood flow fijb==s TRV tricuspid regurgitation velocity | ZRFETRRE
pulmonary blood flow/systemic = ) ) 2R .
Qp/Qs blood flow ratio ZSiinnbinta TTE transthoracic echocardiography | #2980 T J—&
< N
QTc corrected QT fBIE QT V-A ECMO | veno-arterial ECMO ?g@oﬁmﬁﬂ
RAP right atrial pressure GLBE VC vital capacity &S
RCM restrictive cardiomyopathy HSRELNERE VO, oxygen uptake ERIEIE
RCT randomized controlled trial S8 Metb el VSD ventricular septal defect IDERRERIE
E= E= =
RHC right heart catheterization aoNT—7I)b V-V ECMO | veno-venous ECMO EE%HJE_OE%WEEE
RVP right ventricular pressure BLOEE WHO World Health Organization THFRARIEHEES
Scv0s central venous oxygen D BRI REIFIE
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RS M EAE DEFE

WK T, B IMEAED KR S R AR S 4E D
IS TBY (RY), 2008 4ED 8 F KA~ bk
T, ZEHRCA L T — 7OV AR A BV CEE L 72 il
BRIE (PAP) Ol (mean PAP) #%25 mmHg Ll E o
AR & EFR S, 2013 EO=— AKFET LT &
BECoERSRHAESN Y. UEToE#RTIE, EEEE
@ mean PAP 7% 30 mmHg DL o34 & i MUERE IS & F
TV, ¥R A v MaDIBEDOEFRTIE, ZoFki
FHRH SN TV, 58 FRA  MNEEDE, IS
MFEFEDZRNTY, & AR AE (pulmonary artery
wedge pressure; PAWP) 7% 15 mmHg LU O34 % Iti#hik
MM M SE (pulmonary arterial hypertension; PAH) &
TEF L7z, LHHEE, T A mean PAP |Z 14 + 3 mmHg,
1% FFRIZ 20 mmHg & 5 X CEB D Y, mean PAP 2%
21 ~ 24 mmHg OBIDFFRINEFIISHOMEREE S
TWa, EEOLTI—EDIBEIILY, AELELEZD
RERTAMI R, 0 N7 712 X% PAP R LA & OHEE ST
BEE o7z DT O —iRIIE G H 2 IR BEAY L Al ML
DIFEZHEIET B 2 LD R0, REICHL TEDbO
THERLRZWFBELE VA, oL, Pl L bW
EFEOEERIE, TEHERIREHG 21T ) 720, 07
T — T IRA e - 7B AT EIRE D B E L EE T H B
EDEZEZHNRYFARA Y PEFETRBSN, RO AR
Wl 7o TND,

2.
RS M EAE DERAR D48

1998 4, SRR (WHO) ik oo JFUSs MMt & 1+
JET—IVR - Y URIY A (T &) T, WA -
JRREDSHELS Bl S IMERE R % 5 DOREZ /3 - B+ 5

%@:ﬁ
it affl

c
=11

TEMRESNT: (ZET VERSHE). 2, 2003 4F
V2B S MR EIEN A AERTZERT (NIH) 320 fish IRk
FiEMESRE (PAH) 77—V F - S VBRI L (RZA%H)
TETORETHMASN TR ZAGHERY ¥ E512
2008 4EDEE 4 M MUERET — VK - 2RI A (575
RA 2 M) RIS S U C O T U s 0L i il PR 4045
(FFRA Y MPEH) Eor2”. 2L T 2013 IR S
N5 S BEIMERE T — VR - YU RY T A (2= A%
) T, ALY MIBICEUEIMA SN, 2
AUE T AR VB I VR v U FE 256 1 RE O BN, (2P
MAPER A 5 B ZNENRBE S NL % L, MO
FICE EFE o T D, KRPHEPEIIBUE, W OIEIRS 2
(European Society of Cardiology; ESC) / Rk N0l #5574
(European Respiratory Society; ERS) o fitli & IfiLF e 52 W -
BERTARTA LY %, DAEOIEESEE T E DM
AR I B ARSI IEDO S FIC DR STV 513
», xR L TE L OBRRBDITON, WK%
LRHAPFERL TE T2, BliEsiEiE % B 5700
12, RIS 2O EE THL I LD, T,
fiff H50Z Z O FECLET RSUH 85 ILE A BRR 73 38 (= — A5 3
[20134E]) (R4 (2O THERHLT 2.

2.1
AR ET R A =5 I FEAEBR PR 93 58

T RA L MpETIE, MSIMEELR 5 D0/, 37%b
B LHEPAH, 55 2 B - /o DI ORISR I s Ui,
53 W AR L O/ F 7 IARBR TR IME LA O Al s I
i, 554 BF 2RI 2R S LT E  (chronic throm-
boembolic pulmonary hypertension; CTEPH), %5 5 #£ : 7%
MIANEA 72 2 700 A 1 = A 22 RE ) Bl I AE 122348 L
72, ZOFEKKEEE, FHUETHUIN S MEERR S (=—
A5 2013 4E]) THHMEFFSIN TS,

2.1.1
%1% :PAH

bo & MBI RIS TR & L CORRIEE 23 55



K3 MSMEECETDT—ILE - YVRIDL

BEEE pERE ER B
g | VAT | ERMRENEEICET @SR

a4 | wem

TEFY | moEmEmEET—LR - YUK
ieesar (T=R) AN

R=2 % 3 E BRI RS IERE D — L K-
0% 507 | vumymn

SFRAVN | B4 DBBMEET— UK - S UK
2008 | ) IL

-—= % 5 AFBIEET—IL F - SRy
A (TZR) iJN

BIECTHAH. PAH L, SHIZHRFEN: PAH (idiopathic PAH;
IPAH), ififZ1% PAH (heritable PAH; HPAH), #%| - 4
FHEME PAH, &M AEICHES PAH (associated PAH) &,
51 HEoRRI & L CHEIRPAZEM 2 (pulmonary veno-
occlusive disease; PVOD) B XU/ F 7z 3Bl BRI iE e
(pulmonary capillary hemangiomatosis; PCH) £ X Ot
AR BIE RS MEAE (S S LS. 7z, SflREIC
£ PAH IR E LT, #5E#ARE (connective tissue
disease; CTD), b MufEAEY A VA HIV) &4, Mk
fifi & LT (portopulmonary hypertension; PoPH), sGKME
D, I HYED D 5.
a. IPAH/HPAH

1998 ED T T U SETIE LT [PAH] &) B ik
AHEAEN, 2003 FEDONRZALFHETIE, ELIFERE R
BIEBOIFAELIERT 5 2 LA TE 2% IPAH, Kk
% b OB % R PAH LIRS 45 2 12 o72 IRWT
FFARA Y MEETIE, [5EME PAH] 12 [HPAH] 124
A SNz ZAUE, 2000 452K PAH 12 3B\
T BMPR2 BZFIZERZ L OBIHFRENY, &51C
2001 4F 12 1& BMPR2 & {x 1 & [a] U & iz 46 33 5iff (4 1
(TGF)-f A—=73—=7 7 I —I|ZJ&T % ACVRLI # 15T
(ALKD) \ZERPGEETHBIOFR SN2 812827
HTE, HPAH L2 s b mid, TPAH & RZ I S 7z
BlD D B 72\ MR T2 % (BMPR2, ACVRLI, ENG,
SMADY, #DAh) % LDZ EHFERREN/B, F7-1FIA%
DFRIENE PAH ] GRIRTFERDPHER SN TS 0EHEHIT
ML T) LERSINTVWE. ¥ RA Y MNEEORE
FIZIE THPAH &\ )8 LWirdHlE, [PAH RRIERE 24
T 513220 PAH I L CRIZFRIMME#HZ O T H50T
3] LDaX Y PHIEZONTWEZEEfFLT 5.
b. &Y - SYFERM PAH

PAH OFEHF LV E 2T ARSI LTV R nDS, §F

I #55m

x4 BUGEIRSIEERRDE (Z—259%8 [2013 £F1)

£18 MEIREMSIEE (PAH)

1.1 $FFE PAH

1.2 &fnhE PAH
1.2.1 BMPR2
1.2.2 ALK1, ENG, SMAD9, CAV1, KCNK3
1.2.3 RBH

1.3 Y - SWFERME PAH

1.4 BREEZCHD PAH
1.4.1 fEEHEER
1.4.2 HIV B
1.4.3 PIIRETTERE
1.4.4 FEXRMDEER
1.4.5 {EMIRRE

$£1'# MEREEEEE (PVOD) S&U/ FlcldMMEMME
[EEE (PCH)
F1"H AERSEERROELE (PPHN)

F28 MDEDVREICHS MESmEE

21 EEIERE

2.2 EZEAE

2.3 KR

2.4 FERM/BREOEDRAR /REEAES KU EXRMD
ARIE

$EI8 MERBD LU/ FIcIHEELFRIMAE(C 4 S B ERE

3.1 (BHEAEMAES

3.2 BEMRER

3.3 HREEFAREDESBEE M5 thDiRR
3.4 BERTILES

3.5 MRERSES

3.6 BFlCHITDIEHEE

3.7 RERE

F48 BUHMERSMMHBMEE (CTEPH)
58 FHETHAGZSEFOXA=XLICH S EMEE

5.1 IMIRAER : IBIERMAEEN, SEEEEHRSR, BiEH

52 =HMERR  YILIA M= R, FfB#IIEIEE U2/
IRERRIBIE

53 RBMER  HRE J—2 1R FIRRESR

5.4 ZOfth: BB RMEEGREA, 1BHEBAE, XEMH

SIMEARE
(Simonneau G, et al. 2013% & ¥J))

EDERR T L COLHEB LS T\ A, AR
il 72 & O b EOfERETTH Y, 2006 4EDT T 2 A

2O OMETIE, PAH OF) 10% HSEFIHIFIICHES PAH
THorzh ", bAPETOWREIES 3k, T/ Ly

JART TNV I YFHFEERD PAH FIEDFHKETH %
CEIFREE LMl STV A,
c. BEESHEBMICHES PAH (CTD-PAH)

IE7 VM - NS AT [BERICEE) PAH] &
SN TWAD, FFREA Y M, S [CTDIZRE)
PAH (CTD-PAH)] :ZE#H &7z, CTD-PAH (ZhAET
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TS MEERR A A KT 14 >~

3 & UEBIHDS LV EE 2 5N, BRIRIICEE 7 PAH
DY T T N—TTdhhb Kk TIIEHUREIE (systemic
sclerosis; SSc) (29 PAH 7Y E T, ZDHIHFIL SSc &
FIZBWTT~ 12% EHE SN 'Y F#S IPAH Ik
LTARTHLZEDRHLEN TS, L LA ETIT,
SSc kL big, RAMREMMHE (MCTD) R&gtkr)
7<% h=7Z (SLE) TOMEMEEDEHFEGENE S
T3 'Y, CTD-PAH O3, PAH (2R Tl
JiER° Bl AR ZEARE, /2 SERBRAN & % SRR & 3 2 il 55 1L
FERENEGLTWAEIETHY, TTHMMBZ PAH
TIE R\ 280, IBFEE I IHRED I 722 32 S LB T
H5.
d. HIV BERAEICEHS PAH

75 Y AOEETIE, HIV EGEIZE ) PAH IX, PAH
ERORI 6% & ENTWw5 " —J5, HIV #lho PAH ©
HRRFRIIR 0.5% LiEsE S 'Y, HIV 6125 PAH % 50ES
BB < 1w
e. PoPH

HYCIE, PAH &1K12580 % PoPH OEEEIX 10% LT
Lann ' —75, BRI R0 5% AR E
FEAFES A ' PoPH OFSEMEF I L Tl E 724 2%
HD% 0, EEEEOGFAEL D S, MIIRETTHEE DAL
A%, S RESE O EERRERTF & S Twna 7.
f. EXMEEICHES PAH

T REDRIESR - WGBS v >~ MELEREICHE) PAH
DD, LaETE) I<msiTnsd, BINEdekr s
WiFIo & B L, BRMELEBIHD PAH (congenital
heart disease-PAH; CHD-PAH) D#HEIZHA 100 A
720 1.6~125 AT, £D9HbH 25~ 50% »° CHD-PAH
DEFEREETHLTAL Y AT v —IEERICES &S
ENTVE Y, FAL Y AT v —fEBEREGITIE, BimAE
AT (PVR) LHAOKRE, HGEY v ¥ MEREILLTEY,
Hi72 5 PAH SZIRREN 72 5 2 L I E T B 0EED B 5.
g. {EMMREEICHES PAH

FFEA Y NP S PAH DY 77 V—7E LThlbo
BT, BRI DIRIIAYICD IPAH EHEBLLTWA T &
HE SN TWE Y. EMEHEEA R LR E > TV A
% ClE, (R AuEICEE ) PAH 25 PAH 281250 5]
HEEVD, DAETOHEIITE AL\,
h. PVOD 8&U / £7zl& PCH

C O EOERGIZIE PAH &£ OI@EL VS, 24
BAFEAEL, =— A58 (2013 4E) TILEH 1 BHEOHM O |
o (BEIUH) LLTMEDITSNTWA. PCH & PVOD
DHNEIITHIEIGI S  OBEBEHDH Y 0, [F—HEED
R o7 RKBRET25E 27055, PAH & PVOD/PCH

TIENEHBIEI R 2 SUBEB KO F %A% 7% 1), PVOD/
PCH DI3) AL FHRARL EN5.

i. FEREE RS MR

HrA R T A I UEASEBIE § 2 WEEDSH 1,
RBIEERT S I AE (persistent pulmonary hypertension
of newborn; PPHN) & LIZNTw 5. ¥R A v Np4ET
5 1 (PAH) IC& EFNCWz)s, =— A5 (2013
) TEZOERO 1D (FE17H) Lahr

2.1.2
528 DOEERECH S S mELE

TE7 VA - NS AT TR A o o A
ETo TV, ¥R A Y NPT [ O OB R
5 B MEAE | (SRR Sz RERICE$ B AERIEL
EHTEIMERED LR Th o bk wvbhTtBh, WA
L) IER OIS, IIRIERRRERE, FRYED 3 1l
DT 0 FANRESI, =— A5 20134F) TIEEH
WZHERME / BRI/ DTS /TR ERPAZEA B S 7z
KRBT, BISMEIIFAET 5D OD PAWP b HfE % 7R
L, AR RS ETIOZF R EAIZA SN WIGED
2, B AE ERICIRZE 2 D0 PAH & I3 EEARMICHRAEDS
B D.

21.3

FE I3 MEEBEHBLU / FXEERMEICHFES
S M ERE
BOIHIEEICHE T 2HESIMERED 7V —TTh 5.
TBVERZEMEMIZEE (COPD), MIRIVEMGREE, HEARIFIY
18 KR KR R e R & o il AR R (R SR 1
FEWCEBET 5. B, gL R EC X 2 M0 e AE T,
BSOS I eGSR TN S,

2.1.4

% 4% CTEPH

CTEPH IZAGBIIRN O 2B AL MR AN R K & 70 > CHIET
LB TH L. LD, DA ETIIRR SIS e A
(FiSMUERD) EvibitTWizds, ¥ RS 7 MiE» St
CTEPH HIERAIRE % o7z,

21.5

FE O HEFRARTSAFOXN=ZXLICHS
S M ERE

R 7 o TS MU RE & P53 5 2 &SI LT & 72
SR (P af F—Y ARY), RBMEREE (B
Wla Bl y), BLOzof (EE ATENRE) OFK
BOIAGEHINI, =— A58 (2013 4F) TlE, #eikaR
MERKIE - T4 37 - BEEMEERIRIRIMERAE - A DR Bk




JE - BN E VR VA I 1 7 & 8 MR vE I & IS,
DD ORI SN,

3.
RS MERE DR & SAFFRR

i MERE O L RAEIR & L CiE, S71ER I nash - &
DAFBACREIIICEN, MEIERE (2 S 2o il e
DEFETERONL. S5 IE, e babn
HIEH, BRI, IR LB H L. il
REEE) &, ) o MR THALE FHE 20D IE I,
B oOmiEE, AR EOMLEHEIR, THEREZ
N RE S s o

BWFTRE LT, B mEE R 113 B Eh AR B 45
DOIGHER A LN LI, HOAMIEE) oL LTERE
BN, ZRFPPASHARGE IR S BB ks T 5 C o YL
HAMEE (WA ERI S8 9° 5 Rivero-Carvallo Bk = /R 9 2
Ebd D), MBINRAPISHASRE AL ) B Ao i% T OILHR
FUMER (Graham Steell #i5), /0 IV EHEHUZ: &3
HDH. ZORNTEIZ, TEMBIRKS OTCHE, 0%
IV EOHBHHE R E W LD G SN T2 HLOA
EERETLHE, SRR, GO IIE, FER TR
TRIE, BEK R &SRS NG, Bl I AE O R IR LR S
BERFTRE LT, TAEY Ay v —EmE, iR ZE
iE, BB TALNDIEBIE, FBERCIFERTALNR
B H R R, CTEPH T& 5N A MBIk O MAEHES % &
5.

4

AiSMEEDZHT - 1 RE

4.1
MEARE « N1 T —H—

MR TR IMEAE 2 W9 5 2 LIETE v, IR
WA, M MEE & B SN2 BEICB VT, EEER
FRPRRE MO, EEEREOBMI OO TbN 5. BIE
OfiE MEAELE T, MERAEICRES 2wl dS
W TEILEREAEREIC Y, A UBMRE 02 E L
HEINHDHE, WS M) T AFRRTF R (BNP) %
BNP R A N il 7 5 7" 2 » ~ (NT-proBNP), JR
BA LT A2 S5 >MFE 2T 5L, fFHkRER

I #55m

WARRY. MM, Wi EE T 4 U2 AR B 0%
W HHTdH 5. CTD-PAH TIE&H H O PUER C RUSH:
Z&1 (CRP) X D4fE~—7—OMl5E, FIIRE ST
2 B MU AE CLEITARE, /MRS L IR B ol E
HIV (2R Bl i % 58 218 HIV SUR OB E S LT
HHY. MR TSR SRR B2 A 5 2
ERARL V0, FIRBERER AL LETH L. 18
P A ZERRTERTE IEME (CTEPH) 258Eh 5541213
D ¥ A~ = EDREAY =T =TT 142 Chbwid
S EoIMBMHER, V—FA - 7rFars Iy bR
HIVYF ) E PR E o e RIC I 59 5 B CHTUE
RRET D, MEREGEET LBy b AT
BRI RE S Bl M E S T, ZIEDS A BF
THEE0H 5. HERERORIEROZINCS, Mk
W THD, T N 2 BEREPUE AT E
REMAFEDSNLZ DB L. TARTUAT ) — IV
WRF% GBIl MM T 52 2 L5 1), JEIRERG 72110
ERIT) VBN B,

SRR, HlE I OO B E FE ARG AT H 2 1 x $R
5. BEATE, OEMEESIERETHLEIEBELL
v, BEIEICR B E, HEAMIIEAOENE LSBT
L. BitEP ¥, GRS, HEREK (VI ORMEHES,
RISH>1), GEAMLAY (VI ~V3 THEFA)®D ST
KF), #ilE QT (QTe) MIBOEREZRETHDH. HEAD
L1, QRSIEDILK, QTc DIEEZ*ETAHL)I12%h5 L,
LB MERE T RIS 2 5 22 ihik
2 & D IEIIRE O T 295 5 UL LER EOHE - 5
BRI AR T 5 2 &0, EFERMEOHEICH LS
ENTED.

it e ML S R L S D L B R B Al B 72 & D 2 AT
PIBT L2 DD 5. LEMEIRC.LEMENL 5 4ET 25%
OBREFROOLN, TO L) ARG O EZ T S
o, MATEBIREEAL D X 5T b, BER R HBET
13, Ry — BN ETAREIROZI & g T 5 LT
H5.

4.3
MIsk X REE

— R R E LT, A RIITEIIR OHERR & ARG B
DBMEZ B ME, T - HEDILIRIZPE ) LIERD LD 5

11
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W MR R A R T A >

N5 WE X B EORFEFRE LT, MEkE®RETO
PLIRICAES 258 2 S OZERe, HEILRIZE AL 450
EPROONL. SHICHEAMPETT 5L, HEI
WERSHER LTS 3 AR L, HEAMICEVAE2
ST A, Jell ) L 72 AAEBRENIR I & 0, AAHE O
EBEDTCHET B, Rl M AE ARt 3 % & 7K %
HODHLZELHBD, i) oligiEH T ) BHE TN
LD,

4.4
DI J—%E

DT —EIZ L AL, IHMREAYIHEIIRT 2 3EE T
ELT NS, MiEMEREOZEIZBIT S gate keeper (1
#) LLTHwWeNS, MiEEE’ SO EE, &5
I U AE & A 069 5 T REIE D & 2 BB O BF I,
B 2 ATAESE S NS, 72720, LTI —MFE729 T
s MERE DM EZ M2 T3 2 L3 TE AR, sl iE

ZHeiEL, TOROBREEZRE T HOTHIUL, A
AT =T WIRED VA TH 5.

BRI 1, =5 o ¥ — 7 MiidA 5, i
DA = A R THEE SN .

HETERTED IR A 1 =
4 X (ZRFPUHYE — 7 #HE) * + HE LB

DmnEeEfimEE L LC, 5 mmHg &%\ d 10 mmHg
DREFEMESH VSO TWz, BAETIE, EERREEOFEE
LY BT A, TREREE L 2 OIFIRZEE) A HHEE
FTHIEHERSN TV D, BRI, FREIRES
21 mm £ CHREZTTLEE (sniff) 12X DD 50% 2L
FAEANT A AIIEIERAELE S LT3 mmHg, FAEIR
A3 21 mm PL_E T sniff (2 X AZ0AY 50% Aiitidd A\ i
L2 I O I 22 B IR A 20% i O 3541 15 mmHg,
ZOWTIUIHEYL L 2WEEIZIE, ZOF[E O 8 mmHg

e REEE 5 Y.

L LS, HEEMEIIREIIE =St ¥ — 7 ik
HOWEDHE, Thx2ETLILICLELT— HE
RO LT =R EOMENH L. ZOL) BT T—%
Vi § B0, =0l Y — 2 s AR A7) —=
YT AZ LIRS TV (RD) Y. 34m/ B
BT H AU M EA SIS V.

SRR ARE TY — 7 MR ZRE S5 2 &AL
WIBAICIE, EEAEEELCR I ES 2RI E L0
b LV SO — 7 M A S il MU E % 72 S
HEORMER LA, IMFEIL, Efg P 7T E—a k8
WY =y MIAERD AT/ SN A, HiE=
SFPFFIEBITIL, RIS BT BRI RS # D 5
WILEBKFHET 25605 5. MisIMLEREOEE/LIAE->
THHT 2 LTa—FRS, BIICEHTHS. 72L2iE
HEIA, BALLAEIZLL0EHEOTM, HEYA
AOPEK, THENRIMFRE 2 Ehd 5 (R6)".

INHOLTI—FIREZRALT [ow] SHESh
X, EARMICIEINTEEEBET LA TES (RD).
72720, ZOXH%fEBITH CTD X° CTEPH %2 &0 A7
HHIUL, LTI L AR BEBIEIHEE I NS, i
EIMUESE DO FEMEAY [intermediate] & ZWr SN/ BHT
1%, CTD X CTEPH 7% EMimMERED ) A 7 & 7 5 Rt
FEERARATLE L DIC, LT O — KA L AR
179, BT L2 wiaiag, EsEm T a—3
e EEEIEDEIBIIRE T, ZOMEES O Ml
JEREDSEE DN A, A Oh T — T IV % 5724
TERATS. EEEMOT I —31E, M ORGEMEAE 5
VERF - EBIRFIC OB 2 S MUEEOZII A HTH
B, EOBWEREIIME ST, JiiE T ED T
REMEAS Thigh] &HIE SN7-HE121E, HEBKIO72012
HloH T — T MG RS NS,

DEBIZAPET S MEEDBE TIE, Lo a—Hf
FERELRBOBIICOERTH L. BRI RED A

x5 WMSMEEHNREONDEZICHT DI I—REICKDMEMEEDTTREM

e EmMEEETRYT 3 - ,

SRR E— I MFHER DD T 1—FFE PSS MAERE DETREME
= 2.8 m/ WETcIFEHRITEE U low
= 2.8 m/ MEcIFEHRIAEE 18]

intermediate
29~34m/# U
2.9~3.4m/# dbh
high

>34 m/# o /1L

(Galie N, et al. 2016 " ZBE|CIER)



x6 MEMEEZTRKISDODII—FR

HIERAR iR

AER/EEE>1.0 (0ED)
DEFRREL (&< ICUHEEA
= eccentricity index > 1.1)

aE IEAREAARER (DARTUIRE) > 18 cm””
TARERIRE > 21 mm (FIRIERERDET :

AEEERE

TRRRI sniff T< 50% 852 WIFZEEITIR BF< 20%)
DR | HESD

EEFHREIEIERE < 105 S UBFE=
g | IR

ISR HAMENIRAEERE > 2.2 m/ 7
FEpARAE > 25 mm

K TDT—FTHD, FEODNEVEHAATIEFEEBNELESD]
BEMENDD.
(Galig N, etal. 2016V ZBE|ER)

TY, Iy vy MEGEREIRAL TIR6%W. £
7o, BRENERIR S v > Mg b UL, ZHIRINER CT
(MDCT) ® MRIZ X BHEEZMPLETHL. LD
IR B AR AR TS L EE OB WA E L 3 WAL
X, HT T VEREREE L Cdh b, AEREIIME
BB IMIEIED % 22T, BRIFEOR N2 0482
(HFpEF) 2S5l T Wb 2 L IZHEL, EZIR
REDFHIfiI L G T =ik TIT) . O%ETY, i iEiE
OREEZW RGO 7201218, .07 7 — 7 VIR H
WIHTH 5.

DI —ETHLONL AR HERE, GEKE (=25
It W WU 31 %% B B5 B [tricuspid annular planesystolic
excursion; TAPSE] R HZHMBEZX ML A Y OIKT) %D
FETREE, BESEEO PR PR T & LCHRATH S Y.
S MERE DFEYERIT 2HIES L TBY), Ihbnik
BEPSAROBITY, (HFICE ) IBIIRE LMK 31U TEiE
DUET LHAENL V. LD -> T, LTI —FEThRTR
BERENRLE VS THEEZHELDDL T LI, BIZEE
BIFIUI R S, — TR D IEIIREAME T LT
b, LTI —BEOUENZ L VAN ETIUSHFEL, 2
NS OB TITEE B EEE & SN TH 5.

4.5
IR ERERE

P REAR A, il LR O SRR R & L Cofifige it
DEHIZWT - BRANSWNI IO, BiBERE ) Filies MU iE
(B 38) O%H,T, MEIRIFEDOZHFEAIKE W EHEE
ENZIEGIDFEIZD, WREREREIIAHNTH L. BIE

I #55m

DFFEENE | BARPEEIIRMES MERETIE, A23f g X b)) —
et (IEEB L0 1 B2 (ZIEF#HATH L 2 A%,
ZOIEPOH L B, BIUR 2 B~ 5 HOMSMLHET
3, PSR S PSR S, BAEOEREICED T,
SESFELREEET L. SMEEOHTAMAE (combined
pulmonary fibrosis and emphysema; CPFE) Tid, Al
(2R B il U & T B IR B M R DS, 72h3 2
FitEREIC T B2 B L&) 28T, Assfa X b
) AT RILIERPREORFICL L2000, fiiE
MEREDEHAL T EAHISN TS,

—WRfbikF (CO) #LHkiE (DLco) MifriL, CO 7 AD
fififia A & B ME~ O DOILFRE ) IR T 7217 T
{, COHREANEZBE Y HIEMINENTHAET S 71
E2EBFMLCTNE . XoT, ZOMIGMIPEMILE
IRRIMEE DL N AMF T 5. WiEEEE 72374 D
BETIE, B MR E DA 5 72812 DLeo il 12K
TL, ZOLRXVIETERARLEGHRT 2 LDOMEDDH
%Y. %7z, MiEREIZESE (PVOD) RUMREE A HEL 72
Jifi s MU, 48 & OVSE R Ml 8 % 1 ) il s U T,
DLco DMMETH 5 Z &L\, —F, Ehv v v MER
T, Mt O¥En% KWL T DLeo fiEld RA-5.

4.6
BhARID S R 53 4R

— BRI MUEAE T, 5/ M O FF I L 0 5
EORBENIEY X723 2 £ 0%\ /20, BRILAY A 54T
WFLEOMAEEACTH 5. LIS, BRI R
(COPD) HIEVEMi &7 &, & 3 BEO M B MU SE D F2 W
121, BEERRIFEOFHMZEbOTEETHL. W kd
FREICa A, KRS AR AT BIIREE A / L C I T e
OBER TR ) 57280, ZEHEBIIRINEE R ST (PaO,)
< 60 mmHg O & I RMBRFFEOMEH L %5, 72,
BREOKBERIGECTH->TH, LAHEMMET L Cwiud
MG R 22 27202 bHSETIZLHHEE Pa0, < 60
mmHg %72 & 7 < Th RUIERERE RIS & 72 5 C
W5 BEICEoTIE, SV AFF D A—F T L BRI
RCER 3 IMAE R0 S B O IR R IMAE OFFM S EN 5. il
BRI £ ) B SRR R IMUE L 23 2ERIClE, Biis
MEAEZEPED) Z &HZ

4.7
RS- MiR > F IS5 L

B > F 277 218, FimiEEO BERRE, &<
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TS MEERR A A KT 14 >~

SMIHEIR A 2248 E R CTEPH OZWIC A HTH 5. Jifi
ML > F 7T LMIMGFTREED G ML ZOFL OB A
HCHHD, S - MEHE - i & OMiFEERZE LA
THIMFKIBAEL B, ZD70, RS F 75 L%[H
R CHRM% S %7, HEB X #2030 CT L\ o 72130 D i
FEBHL, MEERELEOFEEDLFHET 5. CTEPH %
A 970 EIR A OFeA2 R HZED D B3 A121E, Mtk
LD AHELIR MG R IRG L L CHith &, 13 0OHEIET
FEEPRO SN, B R S ERE (PAH) Tl
R S > F 79 MFIEF OBE L%\, Hg-1i
T A~y T2 KON S 2 IFRIER, T O/
KA —44i (mottled pattern) ASARSNDLZENH 5.

4.8
MDCT

7% MDCT & CTEPH OZ il BT b, sk
LEEoBMREE bor SN ATy v F 75
LR EIIRIE R 2 R IR L U7z A F T AR TY, Tl
IR IR T CoMICE R E she . &
% MDCT 13, SR B BIAE ) i M BT B0
M5 RO, FNBIEIRS v~ FoOBRBICHEHTH
L. —J7, IEERD thin slice MDCT (&, FiEF OB 795
ZEOHE e L7-. CTEPH O4FE LT, 172
NG =2 (T HT AR AR EISATRAE T 5788 —
V) BHDH. TOFEFA 785 — 2L PAH TlEA SR
EENDY. BRI iR T, 8 4 Ol SR
A T A B 2 EATTE L. PVOD XAl TEAMIm
JEfE (PCH) T, 07T AR/ NERIBREILE, #E
B > SEIE R B 72 BT LTy 277 il e I S O
M EIIR B NS, 155 CT CTIEMGEIRk £
FROPEE 29 mm LI b, B CT TIEFERFBO4E 33 mm DL
EAYPAH OFWICHMTHAH Z &, COPD & TI/iH)
IR / KEIIREEIL & Bl M AE D ERERE R E M TR L OB
WZEITHIBEDSEO HIA T E A STV B O —7,
it S HE C VAR I 1L D 9 A S il v L S L S B 5 % &
FMENEZ LM, 5 mm? KOG/ NIE O AR
EMEFPTERE & D EEEE (% cross sectional area; %CSA) < 5
2%, FIEREINRE (mean PAP) & BB O %R
ZEMHEENTHE Y,

4.9
MRI

MRI Tld, HERLEZORE GLRARMER, PoER

W), AERSLEZO.CHER, £ L OBy IR Bk
FRET LI LN TEL, SHIZINSOREMDS, 110
mlE, OHtE, GESPLEOKME, MBIRAT 17
AAGEPFENEND. 9 L KR, M e iE
DIGENROHERL T HTENAHTH S Z Lmd 3
Tw2 ¥ MR 7 ¥4 757 412X A O
perfusion MRI |2 & % ili¥#f o [t #FfilE, CTEPH D2l
CHERITH LY. Fo, BRMEGRBICBI 2. 0B
BEFHMIIC B CHHEHTH 5.

7R =T A% Wz MRI CHZ L OERREES
2 BT % 2 It 5% % (late gadolinium enhancement;
LGE) #BObN5ZENH 5. ZIUIMEIITEAEIZ BT
BN/ ERRHEIRE (PAP) LA, S5HIZIERRR
MURETEA N b LERCHIBIY 5 2 e i ST %
RKIETIE, TIvy ¥y 7 axHwi-GEoME8S 0,
displacement encoding with stimulated echoes (DENSE)
#:%° strain encoded (SENC) {7 EDHFr L\l A b L
A VEHMEABAZE S, A2 OHRRERTAI IS H S AU L0
fk/‘ Z) 51>.

410
EEfTra—

it v ML SRE 0 S AR SR DA T, FREZE R0 P IR I TTHtE
EDEBEOF M2 Gl AR S5, PR M
(portopulmonary hypertension; PoPH) %35t 115 EHE T
SO TH B, A TIIIFROEEI (G5EE
i & AR RBIRE OB AL R, 220 O M A 1E R4
HiIRZ2A0), PIIRIETCAESE 2 08 9 5 & CIIMIE, S6EL 72
MRIMATES, KA LD HLN, FTTTa—ETIRPMR
MR OMFRLE E IR, IR, WS o I 2381
WIND. Tz, MsMUTEEC & 5.0 E T3 UL,
9 o M L UFFRIR R0 30 T ORI IR O FE5KR & W 1 22
BOTHK), JTKPALNL.

4.11
MEH T —TIViRE

Jifi s MR OFEE S W, 7958, FREEE RIS R O H
EIILHEDOKAETH S, BEBROEE sk TEHOh
7—7 )V (right heart catheterization; RHC) #ArI2fEH 1)
A7 EEE RV, =2 —3— 70K % (NYHA) /
WHO &R IV EEDIERI CTlE—E DAY A 7 HAEFE
FTHIEERMHTEL WV, RHC FHICHED 2 BEELHE
FR13 7,218 MOAT 76 1 (1.1%) A L72Z LasHid



SN, PRI ERIR 20 B 58 20 fF, RHC #0EREH 22 1,
I RO R BR B 15 1, BhBIIREFHE 6 - CTh - 72,
F72, BOEMEBHEIX 4 4 (0.055%) FEAL, £0H 5
RHC FHICHEHEE DL LB DIF 2 DA TH - 72 L O
A5 BEE, S IE RSO RHC 23 LT
SHEHIR % IV 5 2 &%\, ZOHEOEPHEIR 1.7%
(6/349 A : SHEHARZEH 3, MEEEIR 2, EEEET v
1) LHEERTWEY, R LNRRER T T —F
WA AZIERAN LD &<, ST AE /NG T4 Bk
T M U297z RHC T 6% (470 N) T~
F—IWThN Y EOh T — T VR DOLENL, &
BIIRIEESC OAED) A7 DB/ L>TRTELDS, LT
O — KA BT AT O B S R R TE 6 %,
HFpEF OfalElk 1% H 3 2IERI T, fho 70 Ex dl)
BN D T T — T MR ZAT, IR %
WSS B MDD 5. EELOIL, LEA T — 7 Vi
IFRENZ MATEIREFHMIITH Y, RNELY A7 2Rl 5
7290121%, I OEEZ W% L OWMAEE 55175729 2T
FETREXZE V)T ETHS.

LIFIZ, RHC OFEHMFRIMATEIEIREORRIC BT 5
WA, O WERE S EHIEIC I S L5 SR IS S
T MEERER I Z OV TR B

4.11.1
BLAT—FTIVRIEDEER

0 fEIE, APEAZIC BV CHIMER & Xy N2 O H [ #b it
DESEN T VAT 2= —DESEHEL, RET 2.
J£ 31 78 12 1% PAP, Jili B IR B2 A [T (pulmonary arterial
wedge pressure; PAWP), 715 .l % [T (right ventricular
pressure; RVP), 150 (right atrial pressure; RAP) %
o, MATEREZ BEMIZEHES 2. RHC IZB1T 21
EWIINNV—= R EAT—TNVEMHL, hT7—T I xiE
DLENINNNV = ZE L5, MR 720
120, BBIRAI GOSNV — 2 2 DL EICHE D RIS $4
b EITHTLERETH D,

411.2
PAP

Bl M AE OB W21, ZEFRRFIC 81T % mean PAP =
25 mmHg 2V STV 5% %5 mean PAP DIF
% EBRIZ 20 mmHg T&H 475, 21 ~ 24 mmHg DRfARN 7%
BERICELTUL, WELICTHRIET VAP, L
L, WiEIEAEDR) A 27 BETd % Kk PAH FlO I
H X CTD @ E & |2 B\ TIl, mean PAP 7% 21 ~ 24
mmHg T b [BE 2 B80S L % CTh L. CTEPH T,

(55

IREERALIZ X > C PAP OJEMBMN R LT DB LD T,
A EEINR F 72 3B R CEHS 5.

411.3
PAWP

VIRNE A EMIMmE R AE (PCWP) & STV,
2013 FED=— ALY, PAWP & L CHFEDOH—H %
SN2 B AR A 1 -3 - 4 - S BEORTTEM
I %85 P il v LFE i ©° &, PAWP (d 15 mmHg PLF, 2 B
(el O [left heart disease; LHD] (ZRE ) filfis i+
fE) T 15 mmHg %82 5. LA L, BisiEE Cldr
PR EIIRDSIERR L, 1ERE 2 e SR 22 5 505 5.
ZOEIIL, FBIIROILIRDSHEE T/ OV — & 2SHiEiR 258
EIIBA LW E (EERELVEWEE 2D, BE
BEE/NY =2 RRT) R, BT — T IVORIAIEREZ Y
7256282 h ELTWAENRNY) 7ML, BELRE
NG = RIRT). TOLIBRIGEIZE, 7NI— DA
wmAMEH L THA X2 /&L, KBMER, »250iEz
ML) KO BEIRICEASELZEI2L-T, 1EHEZR
PAWP 73551 5. $72, CTEPH Tl LB HHEIC L -
THIEMEZ PAWP D6 NN 03 720, TORE
ISR T ORERE 7 M5 % BN L, FFEE PAWP %2 % 5t
AD. 1EHEZ: PAWP 2555\ & BERIGHIN % 55 2 7]
REMEDS 5 Z L IIERE L, IFMEREZHAE N2 TRET
»%. PAWP ZFSHAHTHIZEL, 3 BOUEMDF-
EHWTEHMET A Z & AMESESIND.

PAWP OFFRICE 72> TlE, (D DERNZ:EFZ L EE
L% 57w, LHD O FBEEDE L, FRA O
HD72012, PAWP < 15 mmHg £ 72> T\ 5. D728
PAH & ORI NSEEE 70 578, HEFAIEK 500 mL OZF
HEEEIC X AAMEIT) 2 & T, 442 PAH % LHD 120
DB MEREA SIXHTE 2 2 &R S Tw b7,

411.4

MEHE

DHAHEOHIETIE, BEEERE (VO.) %98 L Fick
DOFHE TR A Fick BT —IV N AY v 77—
FTHhb. LiL VO, DEMIZES TR Wo—#I2id
VSRS, ERRE T & 0 23 Fick 3 (VO 12
HeEMEEEHT2) PEBREFHORTE Y
2015 4£0 ESC/ERS 71 K54 > Cl&, Fix DT CTE
FAREClISE L 72 O B Fick i 2 & IR 12
BWHBED S 2 & O H 6 BMmHUEL IR L T, 72
7EBFIRENC £ A O R AR O R RE R FEAE = 587
AR SIE CRAENE LR TV ETAH VIR LI H Y, %

15
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S NFHPE IR ARIER & S L&D TEEIHR T 5
VNGB, F20WY v 2 MERTIZEEFETRIE L
7N EIZIEE TR W E DR STnD. EARMIZ
WAt 2 i ® (pulmonary blood flow; Qp) (X%
L, LaLy vy MEETIHLHAREE Qp 138452
ED D, NERMEE T RS RO MATERE & 2 4l )
FIZQp HWHNDL Z LA S\,

4.11.5
fmEEHR (PVR)

Jifi M4 53T (pulmonary vascular resistance; PVR) @
HAre LT JE (mmHg) /& (L/%) TEFELZ
Wood HAZ, F7213 2% 80 f5 L 72 A — bV HLAL dyne-
Boem P BHWLN TS5, 2013 4F0=—AKHT,
Wood A7 &5 2 Z L AT S N7z, BRI EREDE
#1214 mean PAP 2V 51T 572%, PAH DEFRIIE
PAWP = 15 mmHg & & 412 PVR > 3.0 Wood Hi{7 %
WHLA, PVRIRILGE & O )7 O 528 % BUKIC %1 %
728, FAEER % IEREI SO L 7 WITREMED B 2 DI LT,
i Bh IR 9 5% S £ B¢ 725 (diastolic pressure gradient; DPG,
Fili By AR PR W — PAWP) (IR & DB D 7 <
LHD (2 i i HESE O R BR ORI 1238 L TV B 1 AE
s B3, FHETUT 50200 TUIW F IR
55 59,6()).

4.11.6
BsREaTIE

Fick D53 X 1) ByR MR EAE (Sa0) & VO, 75—
E D, RAFIRMEE R E (mixed venous oxygen
saturation; SvO,) 1$.0fAEE L CHBIL, OAREME
T3 512E Sv0: AT 50 ZDOERKRDOE;TIE Sv0,
O E T HEE S AR R fER S L THW S, IPAH/
HPAH O P20 A7 IO HRA S TS (p22 DR 8
). SvO, 1E, FAMIIGAFERCITENRN O MR & i
HEEZMEST LI EICENEONL. -y v v MREET
X SVOL IZIEFEHE LY EAT 2560502, v v b
BEDPESN TR WIZHEDLT, Sv0, A3 75% &K
MR BHEITIE, FRER, TREIR, B L OhEIIR
DIMEREZAEZEL, FAORRZ GG 205N
H5b.

411.7

= PRI B A hi 1 S BR

RN FOSERERIE, TPAH, HPAH, X UV
FHHENED PAH IZBWT, SHEANVY 74 (Ca) L

2L BIBROBISEPIET 72012079 V. 132 0iE i
JEAENZ BV 2 S O R ER OB AEIZH S 2Tl
e, SRR RO ERER I, —ERfkEER (NO) L
A (10 ~20 ppm, 547H) OFEHDHERSN TS, K
WEHT 2385 LT, WCKOFTA FI A4 TlE, =KRKT
U AT/ — VEEGEHE (2 ~ 12 ng/kg/%7, 2 ng/kg/5 3
210 7RI TRE), 77 Y U EHE (50 ~ 350 ug/kg/
5, 50 ug/kg/ 5330 2 SRR THE), A 070 A MLA
(5~20ug, 1547H) 25HY) EIFShTwab Y. Akl
RO RERIC B B Bk o %E # ik, mean PAP %% 10
mmHg DL 384> LT 40 mmHg DL T2, OHHEDS
BN 5, FR3EDbLRNIETHL Y. BEERTE
BlIEXbDTY R, FROTA FIA4 12858, Bk
BTl Ca FEPLESEDSEIROEIRFL L 2 605, 2D L) i
BICIiE, (ZA DS GESE 5 UGS B TH
LUREMED D L. DF D, FRlEEICTIEZili7% Ca FEHisE)s
BRI THLURMEAEE DAL, T/, CalEHislist
TOWEEZ FEIRT 552D EEINICI R D D 2 FEEE Tl
TXLEVHI X)) MDD,

412
FENIRS R

I EhR 52 (pulmonary angiography; PAG) 1%, CTEPH
DOEEZ W, BRI NERFRS (PEA) /3L — >
KEEYARILERAT (BPA) DBEISOHWF D7 DIZFERES 5.
%72, CTEPH OHEHIE TH 5 ELIRIZHIRT 2 Bk
TSR RIS PER BRI AE DN D EHTH L. Lol
PAH 2% LCid, JHIE LT PAG D7\,

4.12.1
ARlREER]

ZERERALICIE, PISHRRIR, KOBREFIR, LBERFIRC$HE T
FHIRD D 2705, APNSHEHIR 72136 RBREHIR A IR S L B
ZENEv. Ta—J A FTCEIRENZ1T)Z LT, %
AR IR B IR A, 5% EOEPHEZ LS T Z LA
T&5%.

4122
HT—TIVIR{E

Yy 75— )Vl 7 =T I)VE I SV — & T —
TN & LA TR RS, B4 T 5. T —
TFNVDTLYFH AR, AT —TVOREEE BB
WaRAOIZEETHDL. T4 K74 Y — 2Bk EH%
AL, A RIAY—I2ihoT, EvrF—Ihr—



ARTAY—DEIRFE~NRSAD &, BHTEZL,
M - I HEERIUINT 2 272 L ¢, IFRENFEIEIRSR
(non-invasive positive airway pressure ventilation;
NPPV) X N LIWESLENI DI e d Db, Tz,
A RITAY=DEEPHHETIE R, ERIRF~EA
LTLEHIZEDN DAL, ZOgGEDNMERE LRI
BHY, EEPLETHS.

4.12.3
\m®

Yy 77—V 7 — T VEIEAEIRE A D, {7
EEREL, ERAE, TYIVTT NI a i
(digital subtraction angiography; DSA) F 721372 ¥ Vi
# (digital angiography; DA) TIuEd 5. MLFHEIATT
&MU, DSA IFAHWIERHITE W FIED S S5 5K
HETHY, BerBMEICBI A —RLmnEn
bitCTwb. —J, DAIZDSA LT, #EEH oM
FEA 20 ~ 30% FEEES <, BUR\ENAMLETS7S, 22
GrfRE D L ORI RIS BRI, IBIIRIZE O B KR 1 7
BIESHETEL, BPAD) 77 LY AUIb 55625,
BPA &\ iGHGETILOMBUZ LY, DA T d Ak
L2 CWD, oA, IEEEME (90 &) @2 Hin
BEDS, EH, FHCEBML, BEBIIRE O 55 % 3
Hb. JEEHEIE, DA THUL, M 12~ 15 mL TH
30 ~ 35 mL FEEHHT 5.

I PAG 1L, EFHN L5 0BAM TR TE 570,
O OAREIZES s AES (NYHA/WHO #5854
IV JE) TEEIND. SEHIRE RN Y 77—
VAT =T IVEAIHNN — A E DT =TV a e,
BIEZ T4, 1 BOERIZ S mL BEOEZHIDNET
5. WM PAG \ZIZEH OGS UHATH 720, 1]
RECHIUL, FHAC CT 2L TMEEZHERL TBETH
ST,

4.12.4
=1:itn3

1,111 Azxt5 & L7z PIOPED if7EI2B T, PAG 2L
BIEEHIZ0.5% THY, TNHDE A UERENET
LTWeenZeTho7 P, BEIL, JA+ o EEH
MR LTBY, EHICHETHLEEZLND. FDIT
POEBREE LT, 7L F—RRierEE, 2l EtimiE,
ARG, BB EDH D, PAGIZE ) —@MEICHB 7
Oy o7& LBZ e, EW7 Ty 7 EFTIIERT
LENHD.

I #55m

413
SRR

PVOD/PCH OWEERSWNIIRELIT RASEE /225, —fk
121E, B EE w3 AR e B Rl 2 B e L
TeMERRE, VAZ-AT 4y NOBE, ORI TY
22\ % CTEPH (234 5 Tl A M i 45 ) & 7
V2 T0s, FMOTRR, Wit olimiTeEyRE s M3
% k wi&%{) })% 65,66>.

FERMED v v MECEBEE DTS OB 3 &
A, WINEIET DO ERIT A SE 12k b b
DERLDH LY. bAETIEINAESH 1976 12, T4
KIMETRAL & ZE W BR R IR O FIRB Ol M AE 22 1 2 26D
&, BT EOFERERE & AHRE 5 2 M ST o a1
& L T index of pulmonary vascular disease (IPVD) %
ERLT. Z0IREIL, Heath & Edwards 7% 1958 4E(2
PG L 72 SRk i BB 5 T 0L 99 28 o T o e 4 O
3R B, /&S IE, Heath-Edwards 7738 T3 7 L — K
4~ 6 DHWIZIZEFRI R EIEE OE NS 2N &R, AN
Y)W EORIERFIZH o £ ST L7WETEMIL T %
LRI AT, FEME LA B o FAiTEIS &
IPVD 12X W EF-lid 2 2 e B AEER LA Y. byET
(&, ANRIEBRERE B L OVNE RN SVEHE I ZHAET D,
EIEMSILE 2 &0 206K v » MELEBOBET
WO ONWT, BERFILOREGTIEMEMmZIT, Al
IMAERFGI & ) R TS 2 2 & 2d 2 77

4.14
EENR

BT ILEAE LS B\ T, BB D IRIREAER TEE R DA
DUCEENFHROUE LB L Tz, MATERERE D
Kb ) OIMREMZIEE L L THETbI T a7z

4.14.1
6 SRS TEER

6 44T i 8 (6-minute walk distance; 6MWD) (&
N—=AFA NIBWCIATEN BT & SR EsH 5 2
EAURENTY, L OBRABIC BV TEEL Y FAR 1~
FeLTHWOLNTEZ FFICHFETHY, HLOEE
ILEN TV A, HETHEELFFIHEED—2TH D
TEIIIEDY . L, 22 OREERE w25
FENT 51, BIBRIZE D 6MWD OZEALDS, BRK A X2 b
FTFUTELRVIERRENSLT. R=2F14 0D

17
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6MWD 28 By BT 72 5 72 iEBNC B\ TS, BEOTH D
5, 6MWD OZEALIZIREIZ L 2R R EHET A I2IEAT
GTHDL. Fiz, FEME, BEORME B PHEER
EORBRZFLIERMOENTEY, BOoNHEOM
FUNZEEDSLETH B, o L BRI L VL) T
T, REVEAL L YA M) = 5R E172 6MWD > 440 m
EV)BEA, BIEOGHFEREL LTI FiIFsTw
57 LhL, BEOEFIZBWTIE, ZOBMEIZATS
LN, T2, SBRIC Lo TPFHRTEOZOOBE
DOHy N TEIRENTBY, WIENRICRET LI L
Ciiﬁ L 74—76).

4.14.2
DAmESN R faEtiR

AL il S B & 3 B (cardio pulmonary exercise test;
CPX) TR KMERMHHEED10.4 mL/53 /kg UV, 2Ok
KIGEIIIMEAS 120 mmHg LT OFERFIE, FHAIAET
HHIEPWESN TR F7, EEHEOLHLEY v~
FNOBIEDNFRICEET LA MESATH ™, i
MEREDOFH%E T 59 2T, CPXPHEHTHL I LI
XFLFRWETRINTVD, HEOBEME LT, =—
Ak (2013 4F) TlE, AMRFIHE > 15 mL/5)/kg
R, BREEAHBEME TSR E / BRI E =
<ASHPRBES TN

4.15
A= M EAE DFERES) 28

Jif S ML SE D FRRAEIR I 2D S HAEEFHE LT, &RT
(2R L 7= NYHA (UBERES 8 & WHO il 5 1L 5 He g =0
SHEOMENH S, ENENOGHETEERELL NV
DHNEIRIFIZF—TH S ZITERIANIA TR, Hi
BOHA T A4 NHEL, R mEEORKRESEHE LT,
NYHA -0HEBE5 40 & WHO Jili &5 I RERE BE 0 & LA
DT [NYHA/WHO B3] #HwbZ e & L7

4.16
SHRFIE

i MAEAE DR WTE, FREER S AT 2 & &I e
EDEEDN R A»omE S (B1). RRE)»OET
HAH LT A—REZIT, HimIUEEO TN HETd 2
FEMZ A LR o a— A& [p.12] 22,

O O — AR Tl MEAE O W B A = VI E, il
Ay, (LB, BEE X, M A, MikkEERRAE (DLco

xR7 MSMEEKEEDE

NYHA iDHEEESD 4R

1B | EEOSFEE CIFRER
IE | BREOBFEE CERFER, SEEEPPHIRSNS

BEUTOSEER CIERFER, SHEENE L AR
N

VE | EAEEEEEDDVIEIRER COIERFER

WHO FiisiEAERRESD 48

BEB CHIROR VS I TESE.
1B | TH@0SEEE CIEFREEDES, B Praismas
E UV

BIFES I CBREDFIRDS S s MEESRE.
IE | KEEICEERERDEL. ZBOSKRES) CITIRELE
P&, RPRRMEEIECS.

SFESCE ULEIRRD S 2 s METERE.
ZEFICERERDEL.

[[§:=3

WS o OB ED SRS IR REE RS, WD
A EDYEC B
CABEEERD TR TERE S EnTEES

Vg | CIEOBEO—BEELFEOERERL TS,

LERRFICDIFRRAEES KO/ FIFEFHHFH5ND.
EAF BRI CHERIERDIERNGD.

(Barst RJ, et al. 2004%”, Rich S. Primary pulmonary hypertension: exective
summary. Evian, France: World Health Organisation, 1998 & )

% Ete), ME w43 f#fE CT (high resolution computed
tomography ; HRCT), Miff&i-Ififts > 777 4, Wik
5 CT (CT 2L ZNli#EIR#% % [pulmonary angiography;
CTPA] z=&dy) ZHEZRMATS 2 (MR e & ORI
FIEHAZ ).

WIS, BT — T VIRAE CIMATENRE 2 AP L, il I
JESEDMEE S 21T . LHEHEED mean PAP = 25 mmHg
ThiUL, MEIMEAEE B Ss. PAH OBRICIE, S
512 PAWP = 15 mmHg 7z d 2 ED35h e %5, fififf
RS T 7 T L7k EOFERD B 5 4 BEOiE MU E
(CTEPH) #5tbNBIERITIE, HUh T —T VIRAEEC
IBIAR 5 2 AT L, AR 20 i A RASHERE © 2 AULHE
ESMITES. 512, WEDREREREICLY, NETF
MEBS 7% & OS82 RIET 5.

H AT =T VIREORERIZMA T, 452 BEOREIILE
FECIH DT It 45 3 BEONE M AE 2B LTItk
BEMZE (DLco 2 8ts) R EDERDH O THEDHZ2
179.

81 HoMisERE (PAH) TlE, SHICHEEREOH
MW 2T, JREE, SR, M (SRR E
CHUR) % &5 5 CTD-PAH, LT a—k FABLT
a—, FoEBiER2 CT, W93 MRI 7 &5 CHD-PAH, BE



I #55m

LH%MEﬁﬁﬁbh%ﬁﬁ,ﬁE,%Wﬁﬁ

<

DI O—K s mEEDTEE M

Fifi s L ERED RS
EDRERERFE TR EERE

J

~
Fifi s I FERE D— A AU R X
- [MRRE, DB,

CTEPH ZZE

- BERIGR CT (CTPA
-

B X 2, MARAR
- fifEERRE (DLco BU)
- fEfE D ##RE CT (HRCT)

CBS-IURY VY TF IS A

~

(EEORE. MRR) ZER

20)

J

U

[ BiOhF—7 8T (CTEPH OBV BN EEItEY

547) ]

l—b[ BENEEORS |

WS MR —> Fhs MRS ]

FE28OD

%1 B0
ERPREHT e

FEIBHD
FEES2H

F4ED
HEE 21

EHED
FEERZHN

o [IAIRE (BEFENBCHG)

B 1 BHOBKNEREDHDRERE — F 1 BOBKIBEDRE

EHEERICHED PAH

° DT O—, TEE MWERE&R CT. MESMRI —= ?E?Eﬁlb\r%[d#j PAH

e fEEfTO— — PIRETTEREICH D PAH

o EURE — EY(CHS PAH

e HIViR&E — HIV [C#£D PAH

* RIEESHD — ER% PAH
L o RREED SDEFREL — B PAH )
1 FRMEAEDZEFIR

T a—7 E SMIRIETCEAE I D PAH 7 & OB RIAS
TRETH L, ZOIEIHMIT, YRS HIV HEED, PAH O
FRIZMN I TH D, LREREDBEYL S IERICD
WU, FE R RIEEE ORI B n T (BMPR2 72 &)
IZ& o T HPAH OB 247V, JREREEEDE IR WE
213 IPAH LB s 5.

%72, PAHOHRITH 5, % 1" #D PVOD/PCH DT
RelED ER L 214U 5%\, PVOD/PCH (% PAH LAl

FEOIMATENER 7R 925, DLco 2MEME%AZ AL, HRCT T3
FFEAG 7 IR AT 2 3000 5. WEE ST LR ELRRR AT RS
Lo TITbN 2D, PAH EIXGHE TN L 5720, iR
BWEIT) CENEETH D,
BRI R e E oM RER, vaA F—=T A,
%&E@ oV, AR B SICA B Bl
FEVXEE SERICHEN D, B, KHORNPTOES
&éiﬁﬁ/‘?”ﬁ& 2oV, Kimx SR L CWiz/2& 720,

m”
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1.1

SR IEMEIRMERRIELE (IPAH) /

1.
I A Eh A £ A5 [ FEAE
| BRI MESE (HPAH)

£

FESEPERTEI AR RS MUEAE  (idiopathic pulmonary arte-
rial hypertension; IPAH) 3 & U A4 AR SR = 00
#iE (heritable pulmonary arterial hypertension; HPAH) 1,
EbOTENL, FHRE B EFEED R WEEOM
EIMLE % FRET2RETH L. Blid 1 1.7 Ltk
%<, BIEFH O EEDTD, IRV REFE RO LI 38
T BIEMEEIE 100 TS 1 ~2 AT, HESAE
fThmolzsf, O TIIZED» O OF AW 2
2848, FHICFRARTH 7Y

DR B ETd o 7285 1990 FERIC T RSy
7527 YRADERISH SN, S 5122005 FELIEIZ R %
EIIEED TS SNz, BT ERRR T 0873 % 3 1
HOWEFEDEAEL, INOSOHFFIPHGEICL -
T, EMrPRIIEEE L CEz Lo LEFIRIUEOHITI,
BRI i 2 R 2 L5 h 5. HPAH 1, Jii
BAREN & MEAE (PAH) D7 A Claie—, BERAIOER
FREDVHERSND D, FIIKREESAONSL I &
2o, BIEDVHEG T LHEEL LTS24, IPAH O
SRRSO AR TH 5 105,

1.1.1
&7, Bl

a. B¥

DISETIE 1998 4705 IHR D FFS R R T E (e
@ TPAH/HPAH) 723455 B BRI s i3 Sl (w»
DWW LT ICRE SN, BURTIAM A L 2504

WUEE 572 DHETIIARFAAL D ME— DL - EE 2%
M TH B, MR BRREMRFEES SRR [H5E
PR IUESE | 1F, 2009 45 10 H XV, HF =g BRE
& CTdh b PAH IZLET S, IPAH/HPAH 12z C, #i&
HIRICPE D PAH RERMELERBIZHE) PAH 2 &0,
WD PAH & L CESRHEIZ 2 72, 2015 SEDFKRT T,
PAH B HHERI %L 2,999 A TH Y, 414, I HDIEER]
DFEREERZHENT L 125 -T, DAED IPAH/
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7 v, FILEEHAE (bone morphogenic protein;
BMP) 27K /BRI HEER -4 (transforming growth
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9O OGERE, MEE (RRFMELE &) OfFEE
WMETLH, IhoPGESIUL, 18 (PAH) 244
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IPAH/HPAH O 1 4FA 73R, 34EAAEER, SAEAEMFER, 10
FEHEFERITZNZEN97.9%, 92.1%, 85.8%, 69.5% &,
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ORI A TOAT ) — VORHE TR, F0
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—a—3— 7 0EHES (NYHA) /it AR E R (WHO)
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ZRAEIGEIIE BN EE (TAPSE) 7% & OA&HSA T
0 %o S By AR F R (BNP) Y - i
RERIE Y Lol N4 < —h— R E A BAIINCHT,
M E B R E 24T S e EfRE 2> TET
W5, BN GRS (BESC) / FRINER 23444 (ERS) @
Jili s L E G - (R A KT 4 >~ 2015 Tlt, IhH s
HREE - PHRBLOGETSI R IET 572005 E 12851
ThHY (T8, BIFLTHROKEL ShAHA2 S E
G, FHREBEAZ /H) RS/ E) A7 O 3DI5H
LTwa?. 72, KED REVEAL B, 513, %
¥, PAH OFETFMO7200H727%1) A7 A3 715D
FREINZY. INSOFMOR, FiEBRBIREE T
BL T, BEIRIEZDL DL, T LAGEERMRE,
fili M RPL A EAR SICB Y, R A BRI R 3% A A
(Sv0,) EFEFEFHMICITAERE SNz LaL, bAE
TIETHMMBIIRE & FROBBIEZHINTE Y, Ih
BRI L TEWHLTFROWEDLASN TN DY,
FER, IEHNRIGEE L L C O EIIR T MR S BT S
MICTFHENRIFTHL I EATREN TV,

1.1.4

BLFESR

PAH ##E O L L TR S N5 IR (plexiform
lesion) Tid, 7K b — 3 AMPUEL R 3 M BEMIB O
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x®8 EEECEIV IPAH/HPAH OF#DY R U548

FRAERT :40 & hURY BURY

(1 FEHTERTR) (< 5%) (5~10%) (>10%)
ABIOAZ2DERRATR FU FL (orddb) 21}
TERDEST U TRIRICHEST RET
SR Z40) BFEHYTR KA DR K
NYHA/WHO #8E53%8 Lo 1] \Y
6 D ES TR >440m 165~440 m <165 m

peak VO, >15mL/% /kg peak VO, 11~15mL/% /kg peak VO, < 11 mL/% /kg

DAESE&EHER (>65% FAlfE) (35~65% FHIBE) (< 35% FAIE)

VE/VCO, slope < 36

BNP <50 ng/L
NT-proBNP < 300 ng/L

AEERE <18 cm?

VE/VCO, slope 36 ~44.9 VE/VCO, slope = 45

BNP &
NT-proBNP f&

BNP 50~300 ng/L
NT-proBNP 300~ 1400 ng/L

GREE 18~26 cm?

BNP > 300 ng/L
NT-proBNP > 1400 ng/L

HEEE > 26 cm?

EifR (DII—, D& MRID

DEREL DEREL, L8 DERD O
MYTENE HIEERE <8 mmHg HIEREE 8~ 14 mmHg IEERE > 14 mmHg
(737_ PR DR = 2.5 L/ 53 /i DMFEL 2.0~2.4 L/ 53/ DA< 2.0 L/ 53 /m?
77 SVO, > 65% SVO, 60~ 65% SV0, < 60%
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(Galie N, etal. 2016 " ZBE|C/ER)

BBIHEATTER SN TS, MO B FEHIEOT I,
TGF-f ZFBMEDA—I3—T7 73 =D 1 DTH5H BMP %
RN EIOEET (BMPR2) %, 727 F Y 2 EMEMEY
F—+ (activin receptor-like kinase (ALK) 1 % I— N3
% ACVRLI #&{n¥, =¥ N7 y%3a—F¥2% ENG #fx
T, SHICHIBNY 7 F VRERFTH S SMAD & 2 —
N9 2857 EOMIEIHFHET IR O SR 1R, 156
HEFThiHEU = Ofk&EHE (5-HTT) o7 1
B —HROBIET LR, 7TrIF Ty AR
(ACE) XM —MRIbEFH AR (eNOS) DELT
SRIOFF R EDBEENTWA, 72, BB IS
MM JLERAE (HHT) % 1£9 PAH Tlx ACVRLI #1x+
R ENG BIZTEBEIRE SN TVLY, Ihb0#nT
2551 HAT ORERR RIEE % £ 7> PAH HE TO ]
LN D, DL RMEA,S, PAH IZ BMPR2 % ALK
= N9 DMaTOERIZLYMESE, 7 a—F Vi
WL, 7R b= AEPUE R A MAERETERE TH S
t?ﬁ%f% 2 104).

R WEE D & % PAH & TIE, BMPR2 #i {x F »
ACVRLI BIZ T D EL L DOERPBRHBENLZ LW 5
W FAINSICHEMRTFRE RO R VIR T,
SMADS 15T OER LM ENTWw 5" ik
caveolin-1 (CAVI) BIET- D% L PAH 5 & DRH#E R
Notch3 @ 7 F W2 & ) PAH 2338ET % &\ ) #Hil 4
B3 72, transient receptor potential canonical 6
(TRPC6) T I DZEFIZ X 5 M AL Ca i

BED AR MR A = A n b FE SN, 2
B, B MV RZATANVA S (HHV-8) [EYeiily, kT
ITENTH 5 1.

BMPR2 BIEFZERIZOWTIE, 2000 4E12 PAH 385E &
ORI " SHTUE, £ < OfelE b, %
5% PAH O 70 ~ 80%, fKFEME PAH O #5 20 ~ 30%
\Z BMPR2 AL T ERDFAET H L N2 bHEO
WFICEDE, HRANBEIIBWTYH, BMPR2 Bn T4
ROMERIIWEIOHE L I1ZIZFESETH LY. T
BMPR2 R TALZIH P OZITHAZ LD LTRSS
WHICZERDP VD0 b ST A ZRER L L CHIE
L. PAH 2355ES A0 T 5 1.

2016 SFAHE SN2 T T T - BRI - AERIZBIT B 2 7 i
ML B E, #30% O PAH B 1Z BMPR2 & {n T2 58
RBHHLNTEY, BMPR2 BT ERERET 5 BERTIX
BWIRFOLERGDS L) FHAEDOMATEIREN EIETH ), 72,
ZWTREZ 50 AT OY &, ZWROMBAD L 35T
LD AN NEESRIE, BMPR2 BIGTEREE T LB
HOIEI DA ELVEEHIVEZIIS s she Y,
Lo L, bAEOHETIZ, PAH KT 5 ZH]0F HfE
AEGE 225722005 FELUFICB T, THRSFA 271~
(PGL) HHIOFGIL G VUL o1 HICRL L, ik
JEBIGH DG 1213, BMPR2 Bz TERYH§ LB
BOIIH)DE SR VEERL VAR TH-72 Y. &
g, BT 7 - BN - AERICBIT B 2 S IERTIC L 5
ORIz, BMPR2 R TFEREFLTDHEA XY |



BAERPBEHNEVIERER L TWEELIIZIEZLNS
B, DSE LI e O NFEZE, B XU PGL A G-
ORI R G- =m0 R 2R & S FSERER
WEZOND, TETF VAR SHICERT LI LT, R
BIIZEIE T ROA M X B EEAHES 5 F 2 725
fLEEBROFEHNLEENS.

%B, BIEFHREIVETIERL, $omHT s &M
HETHHWILIIERSLETH L. BInTHER, 20
ERDPBERRED NEFRFHN O EET AR % 5512
EREL, L TEHIATIRETIE R, BERFEMESR
BT 2T — 2 GUHMT — M X BB LI
BEE L) A THET T A REMETHL I LIZHEL
%Y

1.1.5
MRS K UEE

a. —REEIRF

IPAH/HPAH BH 1239 4 B2 RO ICF L ©
72, IPAH/HPAH BF I HHEAEFICH T 28872 7 KN
AADRLETHY, FLRESCHBMOTR—-MbEEL L
5.

ESC/ERS Jiii & MUTFEZ W - 16T A K F 4 > 2015 T
X, PAHEFICBI2HkTar71a=rr (AR
W) A LC, B TESEEAEESATwL Y. Th
i, EEpRG Y BRE LUNE Y T a VERBEICE
WC, EBIRZYRE, SAIGE), 3 X OVESTEEAIEFERREIC
ABRTEBICUE L2 E2R LT v 7 2L Ibig
Hep Y 22 TOLOTH D, IDIENICH, 1FEA
EDVNEDO S DTIEH 505, ARMEIZ DOV TOREDHL
REha "0 EEEEoOFERESE LT, S, %k
MFTIREE, RN EAHE STV S Y B
Brcix, BEEALZMESMEEET VT v MIBWT,
i L D RO SEMIZEENRD ) £ T ¥ 7o
U, EERMET L2 SN TE Y 'Y, HifgsREREE
T RIZG 2 % BN R B DWW ISR OMET 21572
RIEHSRV. ZLC, @Y EBOMRN P HE, e
ERIERI I F 20T ST W e, SRS X 0 TEBR
BRED L L CWAUSER L2 B L Tb LWy, Jilis
MEFERBERL Y NE Y F—3 3 v OFRBREE 2 ik BV
T, WAZNVYA U OEMROL &, BEICRLRWE ) E
EICERT HETH 5D,

< ary va—)v &7z IPAH/HPAH B OMR - HE
BEDIETERIE, WEMMICH S D DODKKE LT ',
AR ITARITHET 5 & CTH 5. IPAH/HPAH &5}
T HEINFAMIZ) A7 055 < GBTEEE 3.5%), BTk

9 IPAH/HPAH O—fZHIxIGICRIT DHBEIET VR
(2aN1V;
. i IETVR
FeR IS5 )
BT C
AV TIVI B LUFHRERERIED C
FhhERE
HRE - DEREYR— C

NYHA/WHO #8ED 28 Il/IV EDRET
EPIRIMEESR ) £ 60 mmHg FEDIHBED, lla C
RITHIERPOBRRIRS

FRBFMORR, =HMREK D ERSFR
[SESN

EMPRFC K D RTEREECSH B L
TORBMEEICHUT, BROLET lib

MEsRICHBUVCER T CRIET 2BEEOE

ITREZ: DI B RREE X ) BRI & IR L 72139 AT &
WEEz b, T OGRE T 6 4TI
(6MWD) 400 m KR BEaTH 2 ETho72 . fii%k
X PAH BEZE DO FRIHET 2720, AV 7VI U FY
7 F Y RMRERR T 7 T OFUiEES o ons, S5
|2, IPAH/HPAH BEEITHT A0 - LHEA YR — b
RBIEAT ) VT, IREEIRE, RITEEOMIGR EbHE
9 5.

IPAH/HPAH B H 2B 2, RIFHORITHIE RO
Bk G- OB T A7EId v, LarL, KERSRI
ED RN EIIAS 22 TH Y, NYHA/WHO HRES4H
I/1V F£® IPAH/HPAH & CHIRIMERSE 51 60 mmHg
KiGOB G2, RATHIE D ORE TG A ZETRET
al;)%) 124)-

b. FEX

FTHEEEICOWTER 1012 L0, DTS 5.

i. MEREE

IPAH/HPAH H3# & BEF3PHIFNC & 2 PAH & Z 55
ELZ3D0BAMENIETIE, TVT 7)) 56T
FERGH L) EGTFEPBITH /2 EITREINT WY
%1312k 5C, IPAH/HPAH &2 LTIV T 7Y
YRV PEREEE T EEBLTO L. VT 7)o
HEld, bAETIE7O o s E U S EREE L (PT
INR) 1.5 ~25 % HEL L TRET 2HE0L . Ll
INSLDORHEIZTNTIARTOAT ) = VM TELR W

TERZ 5 BRIEHHEE)
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TS MEERR A A KT 14 >~

=10 IPAH/HPAH OXFEEICEAT HHELIET VR
UL
i IETVZ
HR I5R (291
BOAEERUERITEICH T DFIREE
C
®/5
EIRIMAESR S E 60 mmHg FRBDIEED C
EHBMRIRS
ROVIREZA
(ferzL, TRZORT ./ —)LEERS lib C
DT 7 U VESFHEINEL)
BIMDZEDIKRZ DIEIE lib
FPUIFTUIUERESR (ACE) BE
B TUITTUIY I REEERE,
BRI’ S C
(refeL, SIE - BERES - £DA
PHEDHFEENDDHRIFIEEICHE
IWERET T DBEDNDD. )

BROLDTHLH., TRTOAT ) — VIEEHEDT:ClEh
T— T IVHEROIMAE % 7= 3R H 505, — 4T, il
37 MRS E RS & A BIEA BHED Y A7 &%
2RI 57\, Ogawa HICEAHRANEX G E L
Wgelc v, ZRTOATF /= VeIV 7 7)) v OPEH
THEETFHEPEL D EDTRENTVE Y. Lo Tht
E<Tid, =R7aA5 ) — )V liHfo IPAH/HPAH &
BT E2TNV7 7))y OFRIZHERE S L. TPAH/
HPAH B8 1283 2 I HAE AT I PUEE E S (DOAC)
OFREIZOWTIE, BT TIIARHTSH S,

ii. FURRE

HOAREIZE D KGEEPRIY, Z0ay ba—Lo
T2OIFRESH NSNS, V—TFRIE A T ALK
SAREE U7 AT 0 v 3% Hld 5 IdpE TS
T4, HHICKEL T, EREREREEDMENBKIZ
L BRIMEDFEA:, K OAROMETICHaER T LS. &
iE, DAEHS IPAH/HPAH ISR T2 FWNT Y > OF H
PSR SN TV S 1Y,

iii. REIEEREL (EBBHREL)

FEFE AL, PAH (2B CEIMGEARE & il i & 45T
LT &2 8WMEEH L TWD 280 (@M
BT SN0 0 LRk O Ay T RUGEM R T IR L
T, —M%i2, BhIRMEEESE% 60 mmHg DL EIZERDOEER
B rbTCwh, 72721, CHD-PAH Zxf5 & L 720
—0 57 2R T, 2 FER O R FE
175 1 BECOITEROUEILR EN o7z B

iv. IF¥HUHEH

B EBRTIZTS VA R AR S Tw b 12,
PAH BE IR 220 R CIE, OB hn Ui i
EIRPLIAZETH 72 Lal, YF5 ) 28K 0E
HERFITHAS TR L, LEMBEIOLHHT Y M E— VO
ICEBTNEHEHE L ChED T S5,
v. ZOfDROE®LOMEEEE

EIEA OAEOTGER I ML GEIE OB AR 7 3
FIVEMHATAGENH S, RIMED BRI TV
DA R T Y I VBRSNS, RN &S
I RSV ERHMBHLVIEN TS IV L TR ET 5.
ATATIUPOOBERIZIE, EENVY Y, FHLISI
Y, TNy EORIUDAETRIHENERZZ LD S
%. TPAH/HPAH E&H|Zxf 95 ACE HES, 7o 47
YU ZEIERSE (ARB), BEREEOA MR e
WA RTT— 71375\,

vi. BllEFHREINE

#RKZIE IPAH/HPAH B T L GEO LN, HilORK
FEZBD & FEBR A RO T RIE D LA L HH L)
%Y o7, IPAH/HPAH B& TOEIKIED E I
REZS) VTR EBL, BRZOBNEBERERED
EoMFETRETH D, PRZBENIEMFT TGS
NEXTHA%S, IPAH/HPAH BE TITAELERIINAME T L
TWBGEDH Y, HHOIERI 5L EET 5.

c. [HRNFEMGE

IPAH/HPAH DA #BIRst oMM 274 (B2). ¥
IPAH/HPAH OFEERZ I & EIEREFFZ175. PAH, B&
Y IPAH/HPAH D IEFEZ 2 W S22 T, FEHPIfR: Tl
ZWIDSIERE TR WIEREA DY), O T TOEMEND
DL FE L. 2Ok, IRO—fiIxd s / SCHes %
BIEL, N5 EEFTLC, TPAH/HPAH 122V T T,
HibH 7 — T VTR~ kg (NO) AL LI
IRTOAT ) — VEHEDZ FIV 72 SV i SOe i X%
AT T EAHEIR S NG, BRI SOSMERER O FERILS
DWTIE, TED [MiESIMEEDOBRT - #d] O (p. 11)
S Y (AT

JER S L2 PR I OSBRI Ca FEHUIE O 85 % 3
ETHHITTONTE Y. IPAH, HPAH, #¥ik%
T PAH B CARGREEABE DO BIOSHREE L, JE4FO Sitbon 5
OMES TSR IPAH D 12.6% LS L Cnb, T2k
Bl HORIEE FRD 6.8%) 13 CadEPrEIc LY 148
DLz hizo THRIERIEZE L, SHICEMTFHRS It
Tx 2%, bHED IPAH, HPAH BITIZAERERR 15113
EDLDOTLRVESNTELY, BT FETIIAR .
BBl DY 51213 E 3 Ca FEHIEEOF G- 2 a9 5. il



BEROBED B EDOREFNZOWTIE, CafEbisEd L7z
i MAESRIREAR G- 21T .

SRR IS BB RBR OB BT, Bl A Lk 3E 2
”G’i)‘ CRMGET S, BEDLDETIE, ThEnBhr-723
AEOITIMAENFRIED H 5. TUAT A7) VKIS
FAHLTURYH A7) e ZOFER, T Fv) Ukl

BT 5Ty N 2 BRRIEE (endothelin receptor
antagonist; ERA), BXU'NO ZREAIDKAKRY T AT
7—+t 5 (phosphodiesterase type-5; PDES) [HEHKE 77
SRS 7 T —BREEHIAMEH e T 5.

WK TIE NS OFEFIAGRIT SN LEE, BIOHHAIC
b, MMEYLRE OB ROV TE  OERIRAERDT

b, eIV Ty APREHRINTEIZ. 22T 2008
EDYFRA Y MEFETIE, BREOEERIET Y A% ER
Lf:ﬂﬂi”%mll}_ﬁ‘iéaﬁﬁ% KT A4 OESAA S, 2013
EOZ—AZHETIIEOILE L DEFEREMZATHA NS
4/75>1’Ebjzén ESC/ERS i MUAESEZ W - %A 4 K

T4 22015 B3FEFENSY. Lo L, bAETIRGmE
PR O R L BRAER 1272, HRADIZE TV R |2

HEOWTHED PAHERTA I A4 V2B T 52 L1

WHETHL. L7zD>T, KATARTAVIIRKRDITA K
TAVEERELEPOOHATOLE 70 A LfEERIZHE
DV, OAETIEZEITE ST IR IR TR

@& —|

IPAH/HPAH D21
(BPIFERNDIBNHEE LLY)

| —

([om= J—i
it

SRR RS ]

—

®IRY*

RUZ*

(NYHA/WHO #ge0%8 (NYHA/WHO %85
[ I~ E) ] [ [~ 11l )

BURYT

)48 (NYHA/WHO #gE
1[0

\%’E\]

BRPRRSUGA T2

e

ERARRI ISR ) SR N DB

B2 IPAH/HPAH DjaEEEE

* &R 8BR
*  EFER COBREBENEE LW

BEDERICHIEOTIE, FERRERFEUTCROERFTEMENIREZSICERT 5.

(Galie N, et al. 2016 " Z&E|{EX)
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AKHART AT, BHIZNYHA/WHO HERESHHIZ
o CHERSERLZ (B2 |11, ZHiHO
NYHA/WHO #fe5#1t, FETFURFDO1>THS
K [E > REVEAL & #:0F72 T, Wi NYHA/WHO
BERE 12 0 PAH B D 5 FAEAFRIZ 86% T - 72
25, ZOREOFFREOTFIMEIIRT X 50 mmHg & &ET
Bot=" =7, bAEO 3 HEEIZHB 5 IPAH/HPAH
HE 130 \OWETIE, 74+0—7 v THOTFEMEIRE
7546 mmHg DL F IR T L7261T, AEICTFHRIRITT
H-72"Y. NYHA/WHO Hges 513, BHEOHEERE
S O E B 2 B3 720, B3 LS IMATEEED
EREFEEFHBELRZY. CRNETOHROT =75,
PAH OFZIIM BRI IR T2 2 LAREN TV D72
W, KATA KT 4 2 TlE, NYHA/WHO #EE 1T
& o THPFIMEIIRE A = EGIZDOWTIE, il PEeR
HERZEIRELLT

M AEILRIE I IERIR D & 9123 DDA DY, 20
WL EHWTHELZRHG T 5. 3 ACOERIX
NYHA/WHO #8855 I OB L TERTH Y, —
EBOFEHFITIL I OB L CTOARMESHER SN TS
(F®11). /2, NYHA/WHO WG HEMERI DR TH
LIS, FEIROMATHEE 2 &, 1 3hOEEEIRETL P
AEOEEPZWEEGTIE, TETOAT /) — VDML
%EE 95 NYHA/WHO BEREZH TV 6L =R 71

x® 1

AT ) —=)VDHEIETH 5.

BRI BOS I RBROBERI T, B2 2o THE
FEREZ L, TGS 2 e T 5. IR A7 BB LU
) AZBIERICTIE, BIN OG0 b GHHER 2 E L
THRR®D VI ASEZ SR L, EERE PTG L,
HHD LGB THG3 4. ) A7 BEIER (NYHA/
WHO I FEIZ5%2Y @ *FAAT CRYIEBL, &5 WIiEF
WIEIIRIE [mPAP] 40 mmHg 7 &) Tlk, 7ux% 75
VYRR OFED B\ LR TR R B L -
S (k) 2T 5. TORY ST YUY REHIOH
- B TR O WO RS T e RS
T, BEMERANOBADLE L. &) A7FITIE,
IRTOAT J — VERE % B S8 T B e & A T
L, BHEIZY A2 DB 5, FTAFHEDEE L VIERI T,
B NEE SEUEIPHREEZITS. TR ThiEs b L
BB, ML ZET5Z 81045, 2BE2
IZBWT, WP OUEARRFIIR L, S HI20H
WEREINT 2N D B, i, FEEMER AT
3T B R EAT o 727200 I B DA R T, Bl
MR SN AIERE BOICHEL TV 2Dk
I RIEBITIE, MR OGRERPEEEE 252 LDk
V. PR X9 2B ARG L, H A o0 il e MU S R P
TEBIATON T L HETHY, BEDLZATET Y
2D TR ALHAMADL D TH LA, Tohhak

IPAH/HPAH [C 51 B FMERRTE (BAEER]) (CRTIHRETIET VAUNIL (BEDHREDE L)

NYHA/WHO ##H5E5 48
1B

IEFYZ
(2%

NYHA/WHO #8E5 48
e

NYHA/WHO #RES 48
IvVE

NYHA/WHO #8548
e

ERA po
PDE5 BEEER po
ERA po s
PDES BAEE po SCORAR po , _ .
— - TRZOXT /=)L iv IRZORXT /—=)biv
sGC HIEE po 7
BLEYI po NUTORFT4Z)b sc
P A4O70Z k BA
TLUF)( po
TEA A ot s
NUTORT 4 Z)U v it
- - NZ7OX ~ po -
NSO S po
NS 7O S po ERA (P Uo7k
ERA (P JUt>%>) po | XZTOX K po B <) po
SGC #IE#E po 4070 ~ A PDES BEE%E po
TLUF2) po AO70X b A
N TORT 4 Z)U sc/iv

ERA: XYV T A, PUTUBYEY, RtEVEY
PDE5S BRESZ: 957 4)b, YILTFT4)b

SGC HEE: UAVIT

po: 2, iv: EF, sc: K NE



LCHfFRERDE, BRDEEE L > TWDLRICK L) #
NTWD B Z e, HARTA L TEEL

B [HE MUFREGEIET A B 5 1 > 2012 45T
HIATENTLE, #r L <A ETHHTREE % - 720l
BIWREE LT, TOury 7y IV REHON TOA
FAZN - AaTaAb - kLF NS ERADI VTV
¥, NORKIZEST AW HEMT 7= viRy 79—+
(sGC) MK TH L)AL 77 BT b. FL70
AT 4 ZWIE, TRTOAT ) —VOXaEL L, &
THEEHEETO®RG ZRICLAIER T, RFaRT
J = ERROIEFRIE ) % ST 5121, 2D 1.3 /05
2 RBEOPGREDPVEE SRS (AENH L), TR0
AT ) = VDT HBIMEILRREI NI E SN D05, ML
AT A 2V DIE) PIIMEEAAHEZ DIZnE Ehs,
LoT, ZRTURT ) = VIR TUENALNIZH DD
M MGEA 72 & ORIEFASRVERI T, ML 7R T 1 =
WADOTILR DAL N TS, [ TFIETORGOLEIC
X, BFORATERE T o= VT BN D 5.

A7 ML, mEILREED %2> THE—DOI A 71
Ay 7TV, (PGL) #FHEATHY, At 7 T4
FEHCCTEERGDPMATLHFTH L. HilEzE 2 FiH
DIEZEFCTIH 6 ~9 AT S, WMAKIDD, 250
B, TRbBRIFICRAD D L%, #HEA - TR &I
B, IS TES.

YL LF ORI, TURY T T 2D ROBR N ML
PREEL LC, WA ORI & BT TRRARO &
NI-HERIT, MEROFEFD PGL »E DT Fur/ Th-o7z
DIZKL, Rz (5L GETn Ay /A FiEE) Th
D725, PGL AR EHIMT 21EM% L 2. GRIPHON
AEETIE, 1,156 A IPAH EFI AR RIZ, AimE —EE
MR TH N, TEFHEE Th 2 HIRENLB LU T
D3 40% Hf Sz (BEEE v LRI XTH 27.0% vs.
75 bR 41.6%) 7.

XY T U, 2015 LD HARTHMEASTTREE 2o
723 #IHD BERA T, BHERP R\ AL SN,
Rty s ofEzBHiLzboT, & AT
R D B . GER O ME ILRIE O BRRIGER & 1%
RV, BRMEA LY EEEHMEHE & L 7zH0 X BRARZE
IZBWTC, 7o RBE~YY T8 v 3 mg GHRICIL,
<Yy 210 mg G HTHEBERUEDES N Y,

VAT MR, ST EVEEY S —BERREL, B
7Ty r—1) R (cGMP) %NS CIEIRELE
Z 9 #H]T, PATENT-1 8 X ' PATENT-2 ifZEI1C X - C
FRIREIZD AR ST 5 %1% PATENT-1 Tl3, 443
N&ETTvREEEFEEM (VL7 7M1 HE25mg % |

H3mE$%S) ICE 072 3% ARi2iE, E3ERET
6MWD 2YH 12 30 m #NL, MbiEHE4T (PVR), BNP
HIBRAA D N Uil 75 77 X » b (NT-proBNP), NYHA/
WHO #5753, B CoME, BLXORV 7ML H
BEIZLE L7z, PATENT-1 DA —7 ¥ 5 OVIERRERTH
% PATENT-2 Tl&, 396 A2V F 377 FOFEH)PE- &
N7zAER, 1 FEHEO MWD IZF3 ST m 8L, 33% o
BT NYHA (O sE s nseis L7,

JT4E, IPAH/HPAH OIREBRREZ ED &9 1Z8ET 570
IZBIL T, SEEERERIMTHOIL TS, ESC/ERS D
i MLESEFZ W - [HETA BT A4 22015 %8k mbE,
Wk Tl PARRERTZRAICEHEL, [ZEL, il
WCHEDRALND | TEERBREBEL LT, ZOERA
FHROUFIIOLRHEDEZ Y 0L b, JilfTEIED
EFALICE L T B L L T W ad 4w, —
7, bAETIE, BEEEE L TEd < TMIMfTERED
EFALEHIETRETHY), Zod|GREREDHE - 6
BB EIOTBY, IO L) RHHEICE > T
TFHRWENESNTWSE ™, 7275 L IPAH/HPAH Tl
FRETEEC & 0 IMATEIRED IEHALANER SN2 61h & %
bOD, TAXY AT v —JEERZ O CHD-PAH Tl
EOLOTHEELR AN L\, T ISR L 724 oK
Brix, %1% (PAH) O THF & L CTIPAH/HPAH
Blaxtgs L7250 THY, CTD-PAH %> CHD-PAH f
REDBIMIL v, F4E, FUH 1H (PAH) I2EL
TWwTb, IPAH/HPAH, CTD-PAH, CHD-PAH 7z & ™
BREIZL ST, BOBOERK - IREERCERRIE, EmTas
KRELELSTOBIEPHEENTVE Y, LzdisT,
IPAH/HPAH (2% 9 A {RHEIEE 259 R T D PAH IZ[A—I2
W SNADIFTIlEZ%R L, £ PAH X § A1HEIZE ~
FWREIZIG L CLRTDUEDNH L. Z LT, 4% PAH O
BRI L TR B A E T A1EKIE, BRI TIX
i 4 DIBEDHIWII TR SN TS0, B #E
I3 R R ER A R o 7R TITO N D LB D 5.

d. HEAEX

HRICTE T LIRS E N WAL, BUE
132 A% 3 HIORL HVERET & b ORFEEO IR LD
JELATbILTW 5. OAE O MR H OHEFIZ LU,
2012 4% 8 H £ TITIBH 2 BidG L 72 141 A @ IPAH/HPAH
BEHEDIE, 103 N (79.2%) MHHEEEZITTBY,
Z D 5 EELERIL 85.8% Th 72",

PAH (23§ 3 AP HEEEICIE, (EFEBIZICEIET 5 L9102
AU M PERREE 238 1 L v BB R (sequential
combination therapy) &, FIHIHHEBOWEFHEIC L 5 0F
HAaZI3WERM 2 <G5 2 P A% % (upfront
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combination therapy) 7% 5. B RHFFEL % EE L 72
OO TIE, Kby y w2 ilaEEs LT, &
VTFF T4, Aa7aAN (RA, #E) 202260
THEKBIML 7225, 3FAEFEITTIICEETSTE
D bpEIOHE L L TERLTWS LRV,

MAGEREE T ATy 2L LTI, 77t
YEHE UL E 55T 1)V Wz AMBITION SEED S 5
WF] O BE RPN, JET - PAH OEIC L 5 ARt -
FIRDEST R ENO L DEET Y FRA V hNOFEEY) A2
%, BOBOHADBFII L T50% KT S8 %
72, Reys - UNTFF 74 - TRTOAT /=)D 3
F % 72 BE R X ), NYHA/WHO #RBE548
IV £ IPAH/HPAH £ 19 A MfTEhRE - EEhiit 725 6k
DYGERFON, 3FEFFE100% &R L7 L OIRED
5" AERBIE EOFIRA D R W hAETIE, BRGE
HED WA BIRT RE L EZ5ND. —F, B
THELNTWAIET Y AT EABORBREICELNTEY,
WIHABE S B TR — R OV % b DIHEEED
B TENZFEIRTRED, HD VI Z #IRTRE
MIZDOWTIE, BEETRERIUZZLVIRIICH S, 5
BRI GBS0 TH Y, BBREERERICE
RAERDBLIEDNET L\,

e. EYHEEHA

A PLERIEZ, (3D TGRSt o3
HIEPHEN LS EN DD, MiMEILERED 2 HI121E,
CYP 7 EOFEY N HEEZ I L AR %221 5 b o~ 3
FERFHEL T LR DY, EYHENEH»H 5 Z L2
SNTWA. & IHEMAHTERICRE (535 ERAMY
B LU PDES BEREZ GBIV 5613 T3 2B E
LT TH 5.

ERA ThbEL> ¥ " 12 CYP3A4 & CYP2CY DF
EBRTHY), INOHOEERTHRB SN LIEH LT 255
G, FOEFOMAGREIMET T ARSI H 5. Tz,
Rt id CYP3A4 & CYP2CYO TSN 4720, 2
NOEOBRTRBINDLEREGHTLYE, Reryy
DOMAFEEH T 2T REED S 5. 728 21X, Rer s
YEDOBABSICL T, BHIZCYP3A4 TR#FENL
PDES [HESE Y THo o V7 F 7 1L 450 ol
MMET 5720, $HEATHIC L DR EOEALFEET
HVBENH L. Tz, YVTFTANEOTAERGIZL -
T, Kby o) L7 2 fetkris 5 50192
¥ 557405 CYP3A4 TREENL 20, KLy
YEDPEHTY 55 T A VOIMERIZNT 525, VL
TF 74NV EDHEERIZREE THS. ERAOT V7))t
YH YR NS ORHEEREOEE &7 B EH

A MR E Y o i L I

YVFF 74N PV IEB I CYP3A4 TREENS -0,
fliF] & OPEFEE, CYP3A4 % 4 L 7-3RWAH EA/EH AT &
DRWAEDH L T)VAURA T IRV AFIURED
CYP3A4 #[HET 2L, VT F 710 Vol 1
AZEL. 5774 VLRI CYP3A4 TR S NG
B, CYP3A4 HHICG 3 2 3H] & OfF HEE X EA
VETH A, sGCHIMATH B )+ 77 FIS0 5
PDES MESE & O fFH TR R et 7 & ORIVEH AR
ENTBY, MEOPHIZEEE L %%, ERA & PDES [
AL, PFHESEEFHTEEELR1212FLD
7=V,
f. ETTHDEIF2DEE
i. ICUEE

HOAREDSEEIHEST LHERNC B WTIE, ICU TOE
H%#E$ 5. ESC/ERS OMiEMEREZW - GFET A K
74 2015 TlE, WHO e IV EOBESLT O
IO BIRREE o 235 E12, ICU THEBS L2 & 2 HE4E
LTBY Y, KHARFIA v THRBEOHERE T2 (R
13).

o AR 110411/ 45

o PUEIAINE < 90 mmHg

o REJA

o I FLERAE 5

F72, WHO HSREEE I WL IV ECTRIMEZ 2L
TV EZITR L TUL, BGHNC LB R— %2179,
ICU BHUZH 725 TUE, LB DRI (% IR~
72 ICU AZEREMEICHL L 2 WELZ BRI T L2512, T
SR RERENR, B X OHOERIRIMER R fEATE (Sev0.) >
70% 72\ LR A IR MR SE BRI (SvO2) > 65%, IiLH:
FLERIE < 2.0 mmol/L % Big$ Y. PAH I2BWVTIE, £
B (RAP) #%15 mmHg M ECTHFHARERD I LD
LNTV572®, RAP = 14 mmHg & 7 % £ 9 (S EFIIR
HlafHEL, REEEHEZ1T). RAPPEAL TS L)
BRIEFINOFEEANIL, S5RLEEIRRLOEFRBOL
FANOT T MEREE, HUOEREE—EERTIETLE)

Lz, EEOTHBEEDHFNCTLE) 720, ##Ei)5.
OHIE LTI K77 I U HWLNAD, K743

Y CHEIRANE S 5 X9 BAERITIX, RARY AT T —
3 (PDE3) HEHE (V) /v, FVT) ) Y) DIEH
PIFFE L WAL H 5. PDE3 FHERIGHRMAE R %
HI 5720, HEOBRAMEIZL DR LH, RMEK
PLOIRT SR L7200, AEREOFHANLEL LT LD
ZVIIEENLETH L. FHEAE LT, FELTF
WNRIVBIO VT RLF)UDBHWSNE,. VT FLF



®12 MMENREERRICHITDHARR

HAZR HAZER

REARERE

ToIUtvIY | IEL YoORRU Y

NN JoORRY Y HMG-CoA ETEs R EE
&o0U LXK oI
TJURVOTER FROBHE SR

UJroeEY Y
) et~ . T hIdFYV—Ib, ZIaFV—=IL
IV REYVSHEENE PDES PR3
HIV ByA Bk

RITITY BOCYPSAFEER (UTJPVEYY, B | 8UVWWCYPSAEE (4 hIF V-,
JWINXEEY, DA, 7T /)0U0 | HVBZUAER),

Y=L, UTJ7TFV) CYPAFEEER (TTOrELYY, EFZ
T, WIT4FZR)

LT T4 iE[ivES CYPBA4REEE (U7 )L, TUXO
CYP3ABREZE (U MFEIL, FILFEI, | RAYVY, IXFIY, PIYFEIL, &
AVIFEIN, A NSAFV=IL, PEF | TUROXRAY Y, FUROXAYY, R
A0V, 7Z27UEI, QBRI Y RS | LT« FEIVIEE)

HREI) CYPBAMFEEBE (FFUXHVYY, T

SGC = (UFVITT7 M) “hAY, UTDFVEYY, AR EE
v, Tz /)LEST—)LIEE)
DI
BER (ZAOYVEY, X~ZOO—)U
IFST7U, AVTFHILYY)
a JERTER

PDES ZE5E AILARUF R

JITrUY

SIS T4 E[inES CYP3MAEE (IRA 7L EI,
B CYPBAA PRER («f NZOFV—Ib, | JILFFPEL, TURONAYY, TV
URFEIL, 7ITFEI, A vIFE | FYU=IL, RITIZ)VIEE)

U, RILT«FEIL, UFFEIL, PILF | BEE (FLOYEY, X~TJOO-)b
B, 2Z0UROXAYy, FURAOXA | THSTU, AVTHILEGVIEE)
Vv, FITUEI Ve

CYPBA4 FEEE (J1Z A, UTJ7 | CYP3A4 FEE

VEYY, AN EEY, Tz /)0E | aElE

F—)UIEE) HILRUF R

sGC R (UFVITT7 M) JITrUY

N URBHED RS VIEPVR 7 EH S LEBNH S
OO, KIMEZHERT 22 &%, FMEE R L TLHE
REXRIET A7OICEETH L. NV T LY VIEPVRD
FHRAZEZSTIRINEE LR SEL720, J VT LT
b YITHWSNLZ ENH S, L L, PAH BE
ANOFEHREERII D% 1Y 2O dH 72 o TIHIEE
W AT 5. T2, HOAEOMERTLR-TnES
WS (I, By, ANEIRR L) 12w Thi#y)
RS %, ARERFRIAE, SRR AMAE, 73 F—Y A
IZPVR % LA 570, WUFIET 5. MENTE A
b, MMz B S TLE) 2D, TELZT#T 5.
SEPIHRE L, ORI LIZUIRIMATEIEE OB 2 45 <
72, BIJHEFHERETHY, RLEBETITHIHEICI,

Bk T 2 MR OENE L 729 Z TITHIRETH 5.
ii. fRBNEIR

PEERDSTAE L 72 — A2 B W TIE, SIS L TR
b 3 BTN Tl (veno-arterial extracorporeal membrane
oxygenation; V-A ECMO) D% 3 %. veno-venous
(V-V) ECMO (&, HZEAMOBERFIZDRDE R\ 720,
WHEIITE L. ECMO 2T 212Hh72- T, #iE
iz B934 (bridge to recovery; BTR) &, #fifiF T
DOFEJE L (bridge to transplantation; BTT) %= HIg 3 %4
DM )7538 5. B E TORRIM A Z b TRVDAE
IZBWTIE, BTT & LTOMMIZH T ) BIERTIZ 20,
HEFLCIE 30 HELEO ECMO K — F OO B Il & 21 )
7IEBI D B 0 1Y ERRIER A LA OB A I REN I E T
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B, %72, PAH IZEARMICIZIEME P OETHOEETH
5720, —H ECMO 28 E SN 5 LHENTE 57 — Ak
IFEAERWDS, HOREOWEER T & 7 > 7 PR BN
BT RE 2 B 65 %0, PAH XT3 A 3L A4 CTd o
7B I2id, ECMO #5RICINSDEEYITH 2Lk
DEEBLTTREE 2 B 2k b B A0 Y o XD BRI
FAELEETD.

B, BEHR»SO7 7u—F 12 & 5 H O peripheral
ECMO (&, THRRIML, JEAE, ZflE» S oM, B
Ge, KPR R IMAE, /R ET R EOMED® 5.
PR PR ER R IAE & 1, B CORRILIARLEA,
T CEERIL SN TR WILE AL E A S S U Bk
R AR L CLE HIRETH S, £72, peripheral
ECMO (ZEEBRAWE A I 5720, MikiEEEkRL
THIRPEHEMRMELIFNTLE . 20X a1,
Bl N CABERIL - AT RBIIREILTYT 9 central ECMO
PERTHS (B Y. S5ITER LRy N (i)
PS5 L EEBAM YR TE 5720, ECMO %75
BICHiAERZ & 72 L CLE ) L) RIEBNCIZEH % E BT
5.

g. mihE

& 5 W HNEHITEIEIZSUG L 72\ NYHA/WHO HHE5
BT~ IV EOBIAMBAOMEIL L % 2 Hib. Fisl,
JEHIE U CIiiR AR C LB SRR 55 ki, Fititic
3B FEIRIC 60 MR TIH D Z EDSWLTESEAS, fifi s M5
DY EITlE, T3 R B R OMER O 72D | TGl
RLEETHIEDND, SSHAMOBEINREEZE 2 TL

ORI

AR

3 central ECMO D8I

V2017 AERBUEE, DAHYETHAFEIIFEHE ATt v 5E 7% H
& (WRRERREMGR) |, RIS, meabkss, KBRS,
HALRE T, ENIERERIIGE Y 5, BIHER A,
MR, RlREE, TIERYE LOHEIRED 10 ik
THo (FREEENE IO AT RE, IO
EEREAH O A). BRSSO PINHE LT, TNt

F13 ETIT2RLITEDEED KURMBHEDERICEY

DWREETET VAN

i IETVZ

hEs ISR (21

NYHA/WHO #RED 38 IV EDERE LT
DRIFREE LS TZBAD ICU B

o DA > 110340/ 5

o INfEHAMAE < 90 mmHg

o [REFD

o MhFLBE LR

NYHA/WHO #aES %8 Il ~ IV R TR ME
Z2UTVDEBEICH T DOAIT R— C
~

PUTIC329 & Bk S MEEDE

HICHULT, MBEOEMICDODVWTERE

TDICHDBBEBMEADIT)L

T—3V

o hEEBMILLTVDICEHND DS T
NYHA/WHO #gEp S Il~IVE D S
WELNFVES

o RIRDISOREITIE

o NYHA/WHO #EEDRRICK DT, FHFin
BE - K NEDIBMEAEEZFER
LTW258E

e PVOD/PCH &N 25HE

EFTRER

TMTRBR
\ ‘ l TRERAR

RN CEELDEMU, &R TEROALRHZRC ETREIRICEMT 3.

(Pavlushkov E, et al. 20179 & 1)



RN COBISRET 1T\, T, HIlliFE AL
M RES TORBELRT, AZIELIUSHANEZE
Ay b= 2B ENDLE V)RR > TWwE, 2
D72, FFREFEZRET G, 313N I b
i (e Iy 201 0 N a il - S £3 | - i S4B
A N4 2TlE, DFoL)RgEicaryvr—3ar
REETHRELLTNS ' (R13).

IRIREBILL TV AIZL 20 5T, NYHA/WHO

REZPSE LI ~ IV ED SEGEDR R WA
s THIRDS B EI T OGS
* NYHA/WHO #esx b3, FebedE - K TED

Pl MR 2 L C W 2354
« PVOD/PCH 238tb L 5354
ZLTC, UTFDX) a3t iToNEE LT

W5,
cJERIOTT RS /A FEETH R R 3 » AR

7> T NYHA/WHO #8845 F 11 ~ IV D HT05E

VIRASRNY ey
o MR <2L/% /m?

* -3 RAP > 15 mmHg
« 6MWD < 350 m
o BRI, LEREIEE, AOAREIE (BREREREE, €))L

Yy L5, BNP L&, 6K OFEAL

HARBRAE D5 & L HARBZ A v b T — 7~
FRIIVZHTII RS, BRSSO AR R A7 A
K42 Tld, EfOFEMEE LT, IO %
THoHI NN T VD0, EENifHEE 28 55
AITH, RIS RGPV M 5.

2017 4 1 ARBE I COMBBAAEH 1L 309 AT, £
DHIET6 N (24.6%) HShE MR EEEE LTBY,
FERTIED o &b Z v, F72, 2015 KK T TOME
R 283 A It IIE, B8%% OFFICLC
WD EE (NEHER R &1 & ) BERIRIR S E 72
BEELTWAIEE) #&05L 1,164 H, 54 ON OH
HDATH 743 HEEMIZ b7z o Tz, s EsE LS
DFERBLFOEHFEZDO1019 A0 ) 5391 A
(38.4%) HEFHEFICTEL o TWABURE A D &, Hififg
WiEEZETHREBFHICBVTIE, PRS2 1T)
ZEDNEEIND.

FEIRS DI RESA 23 0 2016 £ 'Y 12k B &, fififg
il % 52 ) 72 50,002 A ® 9 B, IPAH 1 1,435 N (2.9%)
Tholz. KEF B TBY, FETHze
TR 20%, 5 EEFFIIN 5% TH-72. —h, H
ARTIZ 2017 4E 1 AR F TIZ 535 MDY THILTH
D, 9BIPAH X 75 A (14%) TH-o7z. IPAH KT S

oI, PRI AE 48 A, AEfRRIRAEDS 27 A
Tholz. FMHIIETZIL 13.3%, 5FEEFEIL82.4% &
BIfCHo7-.
h. DEhistE
i. BREE

H ARG BR 23525 O LIRS £ T H 72
IS EE, O UHRRER T 2 01 5 Bl w5 % & Tl i
WIESATER, @ s e 2 o) SE RIS (7A€ 2
YV x —EGERE) TSI AR EE D, COBRREIRT A
)b D, @MEIEE A £ D e R OB B THRHIE A
Wi, OHEFEIR T 20 b, @ZFofh, BISHE&2
ADIHDTHA.

BIGEMEE LCid, O#TLAMREIZEY, Mo
BIHAE 2 HNDIEGIC BT, SRHIBHEOHE L VWIER
PO B R OEREIC T 21, SRR ONEHIEEIC
Lo T NYHA HI DS IV BN D EERERD 5
BLLZ2via, @EELAEY 2 LOBIOBEIEAE 2
SNBIEBNZ BT, SEHIHCHUPE O AN 538 At il 755 1L i
(—BALBEOWMAT/ET ORI A 2~ OEIRINT
5T transpulmonary pressure gradient [TPG]
715 mmHg P b, £ 7213 PVR 7% 8.0 Wood .17 LL )
PO WA, QERIZSSMUT, BXUOAEAN - Rk
CHREARIC A5 2 T R BRI H N T 2 et
BIFONL, TAXY AL VY —EEETIE, HEOLE
W LR SEFIRPUE O LZEAREENR, LB E R0 5N
BEHIIBEZET 2.

DHEREDSR 72TV, R RBOIBEA R
By a2, W E 71 AR & SR M LR BB AE O HF
FMOMBISE D, —F, GHBHEOBIZ 1R oK
BIIRERTAS TSNS &9 2 8HECHTE (MRIMAEGER
IHEE, e KIMEEA 7 &) %, Fontan BIFAff L 22T &
VR (HLLER &) OIERIE, Ui
N7 b. 72720, KBRS T LEPRKIEE M 72Tk
MAEAERIGIER 21, firg ORI X - CHgfl A it
ELNBEOMIGE 7 5 7. SRR L2 E 2 T
W, 7TAE Y ATy —EBEFETIE, LCZEPRKRIE
(VSD) TH/LRBHEDIT ) 2SI L ) FEA L Ve
SNTBY, SHLBESIEEIIIEERDHLEEZOND.

B, U OMR R LT, BT - BliEo
AN RIRR AR, (REhE - B TERYE, SEWKE
EVEESS, HIV PURRE: E03d 0, MIXFRIB I Efh e L
T, PN - ElROW SR RERE E, [EEME LSS, &
PRHEZPED A 2 A ARAFHREIRIE, & B ER AT R0 M s
DILH A - R, S - MR, e IR
7IEIEE, N F = 3 VAT R RV EDRETI AN
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FECERVIER, RN - REOHELHIIDHRS N,
Rt SR FOBEERRELR LD D 5.
i. RF—-LYEIVNMNESELYEIY MDEE

FF—A st E 5 T, T3t T ClohidhEE
NTWBZENL T, LIIEHEIZE L 72 K=ok,
LW R F—D 1/4 ETH B, Ui RIFZ SRR,
BSOS R 4 BRBIDUN & ST b, F
72, LEO B — @SSO &7 ST UL 6
7\,

O RATLAEGNE, CHRFEAE - BRI D) A+
IZBERESN, &2 Ol OEEILEITE, EHEL00 1
MICRESNIBEEICL YV PE L TRESNS.

ii. HHEDDTEHE

2003 4 4 H 25 HATEEBRER 2 & B Ol 85 T
fEREE2SPIE Sz, MISREE, 74 ¥ AV Vv —E
B LD Je R MO, ITBhEIRIETE R % £ O B0
¥, EERG AR A ) AL E (RCM) (LK
i &), BLOHRELLERETHDH. Z0HK,
DRSS ER SN F, 2006 4E 4 HIZ, L
R AE iR 72 & & MR ORI S 7z, Zeds, HaR
BLORE 2 £ i MEED 1 ERNIE, PVR 29K F L7z
DBIZFA Y TLEBIEO A E 2T TEFTRTH L &
5, OAREITRRT A M IEEO T EEOZHHIE, 43
LOBESTII R WEEZ LA,

200 4E 1 H, TAX Y ALY v —fEHER - MRS S
RGO 30 FCBEMEICEPII O LI RIA S S, 2013
FE12 7, BLU20164F 6 4121k, RCM - & BEN ) MM
fE Q0 XOFB L1 N) (S OHIRHEA N S A7z, 2017
EIE, 3 NEBDPHEAFLTWD,

i. SIFAEDSE &SR
i. NEHR
AEERIE, PAH BEIZB W TR R S 2R HE L 2

%, bFESHNIER 2.8% BESRES 2. LEME
LB O IIRBRECTH Y, HOAEREOER L 2
%' PAH BEIZB W TR OMER LR LA 112

L, Ffeth Ol = &6F L7z PAH & O 2 FETEHRIE
80% %2 b L DWENDH LY. —F, PAH 7213
CTEPH @ 231 A% 6 F-[HLEH L 725l ot <k, Sttt
DERBARDIEEIIFRD SN hr o7z, D, M
B LB O & O RBGEHE CEANEROBEEL, b
THRWENZ B,

LB L Cld, PlBEBREE LTIV T 7)) %
DOAC 2 5- DG % %, IHFEEIUIEDOFES] TIEE S
BB H T —T VT T L= a ViEREERTRELD,
PAH BECEIRROEMNTF L2105 T =5 1d %R\, it

AEARSE (RITT7 I 5T E) OEERIRIZONTD,
LSHOIVET Y ADERDPWETH S,

ii. =i

PRI, FECICIER L ) 2 EBHET, X1~ 6% &
XF&FETHA. HPAH O#A7%: 59, CHD-PAH, CTEPH
AL
WHEERIEIMICN 3 2 BAM 2 0E L L, &Lk
FERRAMT S Do WEMLEE RS A PUstE#R L, CTE 2R
O T 2 BN 5.

iii. HEWRSHHE

HEAT L 72 PAH BE OREINRICIE, BN REVES 2D
WAHIETIEIEZ L. oz ey, FishiRkizBWTid
FHEDIRIE IR ZE, %2 3R L, TR, FhEHR,
SAELBIR, SR &R A Y A TR D
510 E NG IRZRIED RIS 2 B3, I X
DI iR 7 & S FSFRERET &SRS
FTRNA DD, FENREOZE O 72012138 CT 25
END. FERIIVEHGHERAAT OIS A, IHEIRIE I x
3% WA 7 iE R L e AR M (Y i R TR L S T
V. B2 FEHEC X BIEIRD D DAL, AR Lo
BILEETNETHA). EEHIROEIE X 5505
AR SRTHAE, BEMAT Y MEELERTNETH
Z,) 177).

iv. BEHT—T IR

IRTOAAT ) =)V BHWIE ML T AT 4 ZVHEGE
RO PAH BEICBWT, BEDF— 7 VKGR
ERMEERD. £ OWE, IT—T VEARO RFTE
YeTHEL BT ORFRFHAR EOHERERIZL IR S
M, BIMEICEL LD A7 b 5720, FNERRET
DOFFIEDNETH B, PAH BH 192 N2 BEFL 72304 T
&, B E ok % & L C Staphylococcus aureus &
Micrococcus spp. 7%, 0.15 A /1,000 HIEH|$ 5- D ¥ % T
B &Nz BUEWEIC X BB AR B B
T =T VEFHO RS RCEE R KIES & 72 L2 %E
X, AT —TFNVEBOFT T — R AV M RoAh T —FViE
BATOVEDR DD, ML TOAT 4 VR TREGEBORT
R CTHIUL, FREEN O L FUEWER G 2179, &
PPBD720I120E, HHEEAROBERF L, YkIZB
LEEMAETLE LI TF—LTON T —T VA OE
BPULETH 5.
i K7 LREBNES

TEERZFIE B OMAKIN £1L, B4 EFROMHIZ S D h b
53, AT > TV AR ZIES 7. KEEA PAH
BIEEOML L EI2LoT, SO0 FHTEEOTE
FRELYFEL 72D, KL LT PAH IZ PR B



THY, #RIOFR ML) IEIRPAITEO”E (QOL) ~5-
RLEADHE, FLTRENT T OH Y PIIRERHET
H5b.

PAH IZIRACIE M O A X BT - B2 4R ) K L7
HOMATL, RBITILBEE LS TR Z A2 % &
WO IRADIER 2. F72, FORPOZRIED ) A7
HY, FHERZTFHTIIZFEFICELWY, 200, Rt
WA & & O 7 RAR TG AR E S AUl A5 R & LT,
BEARADPED L) BHFEM BT L0V TEEL
GONBEED VTS, BT TORELZT55 13
YT RBLTNDEI LS EBIRETIE, EHEEN
THILELZPAHEEZED B, 52 ~ 83% AEFHEHEET
D TH o2 FEENTWE S @S D
[ N DRI BT B EHEOPRE 702 A 57
A RTA 2] TlE, NEORBRI BT AEHS L O
TTDHNDIE LT, EEELEDFELEWVIZHED WS
BFARNCLDPERFEARE L, ZWMMEF— 2L > TES
MGk I Z T _E L L TWwa. Lo,
KA 7 AR, SR TEIS L5 PAH Of%# % RIE
F—LEEBE - FRETHOPLOIEL, FRPIZBW
T o b AR ADMEBICE - 72 BIRATE B X9 106
AERLTOLA (TN AT 75207 [ACP])
ELOZENEEE LD,

KR 7L, HERIr 7 LR TIE RV, RBOKH~
FOBEMNAT ) K 7025t L, ffr TSR 5 35
oYGEE, BH - FIEO QOL O - M Lz Hig57 7
O—FThb FHHIEFENFHELTRETEE250T
7, ABMIMTE LA S EE, A F 27V
H2rHheEH2 T, @ANTERE L THIET 2 LEDDH
B F 7 flA DR DMEEC LR S b
B ESELZITIUI RO, FOlzo, BN TOT
TO—F 24T T2, ERll, FHE, SRR &
ZHLE LSBT — AL R— M BEF LV, F
7z, WYIREERZOLOWNEROEMNE 7263720,
PAH OIGFIITRERBR Y 2 T TR S LS. [EHE -
HHOaAI 2= —2 3y ORI 7T OFEMETHY,
BE ORI T 2 HiRMA OB OHF, FHA~ORE
WEROLZEIZLORN D, FRICELGILA IS
1, BRI R D) ZA 7 OFiIHEEE LB, PAH O
WD SFROBBIIE L TRITLRETHY ™, 7
BT DRI T A T A A—DICEEEZHTLOTII R
{, BEDVPTELNEVIREOERE T 57200 ACP
TELIIIEH L2, REVEAL Y A7 2a7 ™ @
IV BRTFHRTUMAITIE, BT THAADY A IV 7%
Wid BERICHE T REED B, F72, B4 OEREBEREIC

ST, BB LB R A, BT 7 EMRA
DAV N EBEEAT) ZEHET LS, BES TR
BB A 72\,

PAH (ZAEFIN DGR AE  1@MEPAZEEMIBE (COPD)
RLEAGE, HFERETIEOPABRE LRI, FH L QOL
DT ALNE ™ REWRIERE LT, ZHEs
VERFOIFIR REE, BRUK, ST, AN, TR
i, MEEBRGEEE, BIO O &N BIF SN 5. #KW PAH
BB, MR XS OB E RN A S
HEIRTHY, MAZEZ DL XL, FEHERZITTRL
DY - HAARERIZOWT LR 2 LE S L. A
wEOFE A R, RO EFRIRIUE O
AT D LG STV Y R R AR
EORWERR, FG#EH (FULERIRR R TS ICHRT
BRaAHRCEY: EOMED QOL KA 2% KE+ '™
7o, BT TIE, EEOKEBO RN TREOGE L I
THEOICOERTHL. T2, REMIZAEFOEBRE
MWETT 2 ENH D05, ALEREEILD > MAEK % 5
BN D L0, HELRFAPLETH L.
PAH (& B L ZORNE - friE~d BRI -
HaFENRaEEZ L5 LYY, BEORKLERDARRE
W 1323800 2ERERBET AL bbbt Y,
ESC/ERS Dfilifm MITFEZWT - @A A N7 4 > 2015 T
13, PAH #2508 - #HS3RIE 7 7 AT (=K
FUALNLC) THBENTEY Y, Izt s,
S L IEHEMREITHNTAEGIDSRO SN TV 5.

B HW HEFIIRPUEON 2 HWEFR DY), FH»S
2~ 3GEMDIICIEE D A LB L FHEND AL, 34
VI ARIFLDE LA L AR 5 Y. )
REMT o chIUL, EFEIEOERIZED SN
WY B R ITOBIE, BE - FEOBEMESATALD
A TCOLWAET — 2 L DEE LTSS LETH Y, HY)
DB G- HAERE S-7 &E DERITAIZ L - T %
BOLEN % EDBH->TELR SR\,

k. 9FENEE

PAH |24 3 % 3 R D 3EH] (ERA, PGI, #%], PDES
FHESR) 128D, PAH BEOFRIZAMICEEE L. L
L35, #ATL7: PAH OFRZRITVEEARTH L7290,
PERDIEHN L L7 257 FHF 2R & L7 BlinEEE D
FIZEAATOIL T &,

/MR SR8 T (PDGF) &R TH LA~
FoT7NE, REEERRT/ 70 VEREEEETIVEIY
2B DR (BOICHPRILE) 2ok L, Mimine
XL TER B R R L2 Y. HARA 25 AR
202 AD PAH Zxf G & L7z A ~F = 7 O FE B I A R I
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7% (Imatinib in Pulmonary Arterial Hypertension, a

Randomized, Efficacy Study; IMPRES) »%71bit, #% 5%
24 E D PVR 2430577 2R EET +12 dyne - # - cm ™
EWE L0 LT, A~ F =T TIE-366 dyne-
Boem@ EHEREICYEELA. —F T, NYHA/WHO #5E
SRERHEAEREORBERYGHIAONT, /¥ F=7¢&
PUiEREY 2T 8 ADBEIZBIT AR LE)S
BERZAEEL LTHE s, Co/EZHITT,
KEFEBFH [ ~F =7 % PAHIZHEHAT B0 X
7 NXAT Ay NOINTG YV AHHIETH S EHWT5Z &1
LW SfefL, REMIERES N 20lEne,
PEBIERGE <7 K, Rho ¥ —PHESR mMENEKE
WLt 7y—HERE 7oUFRoF -1 HEE =5
Ay —YHER 2 EORREDS  OBET IV TRRO S
N0 Lk PAH BH T AERISH IR SN 5.

1.1.6
"ﬁ} 197, 198)

PAH T3, WEOMB IR L L COBIREE DI
REZEAbi, BiESIEORREIC L > TR 25D THY, i
EILEDENIET 5D TIE AW E ENTW5A, PAH
O, H5E L CELE 500 um DLT OFAE ORI/ NEIIRIZ
W52 2 A% v PAH SRS 2 &, ThliE)
MR S BIRTEALPE DS IE TR 2 5280 4. il i 1L O Fig B
FOEHLE LC, HH#TIEdH 57, Heath-Edwards 4548
IZEB7L—F (1~6)" Z2HVaZEh%w. FL—F
1~ 3 OIRZ, MiEMEDHEBEICL IS THL LS
NAHD, 7L —F4~6DMRNZEESIETR, £
NZNORENHIET LI LLH 5.

a. HMIr4RERAEE (isolated medial hypertrophy)
(i fRJE - Heath-Edwards 7327 L — F 1 (K4A),
MR RN g 2 £ O PR . 7L — R 2 (E4B) 12
HH24)

[EFE 300 ~ 500 um F TOFEBINRTIZ, MBIRED F
LD, PESEEEHILOME R L OB oI X
LIEIRFIEEDORESBIZ S5, 61, IEETHN
EEE S E RIS AL R WAIENR (20 ~ 30 um)
LXWVETH BB T 5 Gl B AR o &5 1% # IR AL
[muscularization of arteriole]) . & ££ 300 ~ 500 um
BEOWEEINRTIE, FHLFEBE BOLNL. 20
HBEIEIE L, BEDIRE O L ARG L 7 M - JE5RD
MR EE Z O, EIMEASEE AU Ch 5.
b. HIZEEENEIEEDSH (with intimal

thickening and medial hypertrophy)

(Heath-Edwards 77487 L — F 3 (B14C, E4D) |2HHY)

HIR DORGENR FEIEE R 2, NIEIEE AN 5. PR
Wsre LT, a7 7 F rHETEEHMAR (a-SMC), iR
HMeFF ML (myofibroblast) 7 &, MNBE T OHEINIZ X %
WIEEE A 7R3 856 GRITRMENEALIE) &, SRR
JERRAE, AT oI L 2R 2 =334 (B
HEVENIEIEIE) 238 5. Matk PR IL, M i otk
BIZI DI CTH DS, ML DS RR L 72t
ARSI, 24T E L v,

c. EAMERZE (complex lesion)

Jifi s I D HEAT B DM Z b e LT, Rk oI
REIE R NEEAREL N 2 C, O #IRFZ (plexiform lesion:
Heath-Edwards 73407 L — F 4), @ JE5EMHZ (dilatation
lesion: 7L —F5), @ ME %K (arteritis: 7L — K6, & X
2747 /4 NEEIERMED) RENARLNL. 5D
JNZEIE, HARTIEZ L, BHEDHAS DY L LTHHET S
ZEDL & ICHEIRIREIIAT i L Vbl Tn 5,
O FRIRE . KR ORFHEBIIR DA S 1 ZIZHE A5

I U 79w 28 G, IR & 7o o 72 A PSR BRI SE DL O B

MImE oA 5NS (B BA, B5B). I

RS LD TN, MEIIR-IGERIRD > v~ P ORER & E

ZAHNTWD, WIRIREORNHIIIE, MR, T

WAL, BEEia e ch b, #IRWEIL, IPAHO

A7 59, PoPH X CTD |29 PAH, HIV EHLHE |

P£9 PAH 2 E DS F SEPRRETHIHT .

@ EARMERRZS - FIRERICIEAT L CHRR L 2B 24/ L, L
X USRI ZE OmA A S L. 2 ARl
RS v~ PR EHESE SN S (BI5B, B5C).

@ M5 : FRTE YRR & LB ICHBlT 5 2 &8
%L, FHIRREOTERFRE L L EZ 5N TWA, Lol
CTD-PAH Tl %% i A6, MERPRI 572
HENZFOMOBEERENE L LMHEHEDZEZHNLS
(E5D).

1.2

FRS TR (CF S FhEh A iRm0 FEAE
(CTD-PAH)

3=

KA (CTD) Tid, —f A L Clfiss I
FEDIIE) A7 D3, & NG E ¥ 7213 e a
ALAE (SSc), RAMEREAMKR (MCTD), &gtz
TV h—=7 X (SLE) TOEBMHEIZ2~10% TH 5.
L R R O M E MUEAEATA S, PAH 7215 T <
PVOD, 7o/ G EIIE S Bl MUERE, 2 A 8 7
EOfilig B E ) M e SE, CTEPH, AiBhRISICEES



o0 w>»

I MUERE, 2SI NSDRGHRELHO NS, F
WER D0, PAHYAY %K 5 % CTD B CILAENGEE.L
Ta— (TTE) ICEB A7) == RSN T D,
F72, REBAMEHT I IREERHMASLZH T, i LA O R
IR HEIC B9 2 WG 2 i B T h 5.

CTD-PAH IZkF LTI, CREEE, MM ILREEE
IPAH/HPAH DiREIREHZH#E L TiThL 595, CTD-PAH
RS H 5. 728 21E, SLEX MCTD, v =—7'L
VIEBETFIZHE D PAH TlE, SR IIGEES AR 21255
%. F72, SSc k) MmO AREETIE, i
[EGBEEOEE LG VLETH L. MiE T RRED
FERRAY 7 I X ) CTD-PAH DG THRIZSEL TV
L DD, IPAH/HPAHIZ R EVWEFZEARBTH 5.
il % DIFRELZ G U 72 el 2 iR E F 5.

CTD-PAH DIRHICE T 5347 7 A, VT ALN
VERT (FR14).

' Heath-Edwards 233827 L — N 1; BAERENROHEFTBHOEE (EVG 25).

" Heath-Edwards %820 L — K 2; ERIEREIROPRTEBHODIEEICNZ, BEOHNRIEEZRDS (EVG RE).

. Heath-Edwards 33820 L — R 3; SHREEE(ICINR, PEEDHMRZMEIBIEIC K257 (cellular intimal thickening) (HE 368).

" Heath-Edwards 382 L — I 3; WIRBEEDHRAEAD (SN, #RHHMEDEAITIE D TETWS (fibrocellular intimal thickening) (EVG Z).

& 14 CTD-PAH DEREICRET HRETET VAN

. i IETFVR
FeR SR, LA

IPAH/HPAH D i M & HisRE D BIEE R C
WEECIEDS L&

SLE/MCTD (Z#£5 PAH [CXT D 54l

HIRTE lla c
1.2.1
=% - A

a. CTD [CBIF B ASMMEEDIEE

CTD B#E T, — BN < S THIE ML E O A 7§
AT 20 R~ TR ) A FEIR LT\ 1998 4R
LIED [JEABFRERBREE - AR I &
PR SRR DR S ] CEBSINRE T, ST
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W MR R A R T A >

Pl M
M5 EAMEFE

A, B:#IRFZ (Heath-Edwards J L — K 4) | K&DRENRD S DENRBR T FMEREFRDDIRE, & SISREDARIREFROMERE,

REEOMERRZRI (HERE)

C ! #3RMRZ (Heath-Edwards 7 L — 1 5) ;) BN\ S REDIREDICEMMEDILRZRHS (EVG L)

D : ME&X (Heath-Edwards 7' L — K 6) : FhENAIREEN (K AEMIRZZ B Z 585

JE DM 1 MCTD T 7.0%, SSc T 5.0%, SLE T 1.7%
THY, ZEUMmE PM)/ KEMH% (DM) IZIZASNZ%
Doz —J, FUHT— T VIR T D% LH &
L7 O S TlE, SSc l2B1F 5 PAH O JRERIL 7 ~
12% T 122229 3818 A& IG5 & L7z A I Tld 9% T
Ho72 ™. SLE BT BRI 2 ~ 4% FREE & A7 205200
MCTD TOH LA T — T IV W72 8E 1373 WS,
ERRODHED 1998 £DFHAE Y i HHENT A&, SSc &
FEED LR L e E 26N 5. IEMRMEEIIAFE?
7, MY 2 — 7 L EFEEET Y PAH 2SR LN 5 27
CTD-PAH & i S 7 EFI O 2B B A, Biok
EOPETHERL S, BKTIE SSe 25 60% Ml L% 5D 5

A HARORETIL SSe, SLE, MCTD D% 41313
2T, TS0 3 BEEDIEED 90% Dl 1% i 5 2,

b. CTD IC#5 M MAERE DR D AH
CTD (29 Bl 5 MU AE 11X B % R BR 5 F S A H

. TEBENBRSNTCLD (HERE®)

PAH 7217 C7% { PVOD (4 1" #£), UM BN RE S fili
EIERE (552 BF), MEMMER ILD) 7 LMl
P B MEAE (55 3 %), CTEPH (45 4 %), HBRishAR %
RS ST RE (55 5 BE) Ze &bl ) 5 208210210 %
72, INHOERSEORATL LITLIEASN, #R
JRRER T A 018 7 { 2wy, £ <12 SSe TId, PAH 7517
T, TR LB BAE ) Jifi s MU E S ILD WA it
BT AEASE L2 A S5 21212,

1.2.2
Fi& - EEEFTM
a. EmFiE

CTD-PAH OE 713 IPAH/HPAH (ZH L CRE T 2,
Z DA w5 ML BB O B LD A CEE N B
I oI THE D S 213219 Japg B
1%, SLE % MCTD I2< 5XT SSc TEMTFEDIARLTH



pa 208,215)

b. SEREEEF

CTD-PAH %%t & L 72 BRERE 43I 7 A%, Sk 28
R A S BB R e CIER S 7 [ B TR e
Wrdkie - FREE M - BEATA FF14 2] O%PT, SSc
V2R ) Bl I S 0 B S A AR R ST B
NYHA/WHO HRemEix AR L L7720 072755, CTD &
13, ILD R LRBINZ THEERORESE, Sk sF
EF BRI % X7 ERE G T 5720, FERERF
DOBHIIIN B O EET HLENH 5.

FHRARRTF L LT, AEEEL L TODSSc, NYHA/
WHO BRESE IV A% { DTk — MIFFETREINT
W5 2927 gSe 12 PAH (SSc-PAH) % x4 L7zik
1 CIE, IPAH kAR OAREe—AHEREL (S, PVR
7 EOMATE RS EA PP MHE T & 7% 5252 72,
EERBEL THRABRKTCH Y. HOHUAE THEO
BEIC OV TII BRI 2 S b A7, SSc-PAH T,
PL UIRNP HUARBG B O FHARLF T D I EDTRENT
WA 21997 AR ICFERE & N [JEABRE SRR -
R AR AT ZE R A& S A R B ) o TR
£TlE, MCTD 1289 PAH OGS L7z FHARNT-& L
T, ZHE%R, HaRliEEE LA B L0 PM/DM 5L
DA, B LhSh Sz 2,

1.2.3
2 HRFIE

a. CTD Dk

% CTD \ZIZEIFRY 2 3 F B AE & 2 I EIN T o i
e L COBMEEIMER SN TEBY, TNH28EI1#H
WrzEd s, 72721, TIHIIZRIEEDGRIT 5N THB
D, T2, BEEIIECTD 90% BED:O, BT L
ELIEALNG, B - BERI 2 &, Sh o 0kMER -
SRWBIFAET B2 0, BINICKE L CEBEREM
EANDT )T = a U HPEREINA.

b. PAH OEREF

FEBEERIC X > TR 382 5. SSc TIE I
DOEVBRE R EAE{LE SSc (1cSSc) 12 PAH 3A 515
Z W%, SSc-PAH BITIZHCHIAE LThit >y o x
T HURB EEBI A 50% LB % 5 522229 PAH IZE W
SSc MMM ZRETRIET H 2 DL, BIEBDIZEA
ElF 60U OB TH L. FOEIIOBEHRNTE L
T, FIPOBIST 2 B EE S 5 22 —
77, YU UIRNP PURRG I, ZERER B0 53 PAH
DOfENT & 7% %, SLE X MCTD Tl&, 3IER:, &5
T BIGENEAY B L 72— 3L T PAH AN LD

HWITE(LT 52 0% <, CTD & L CORmHEIzE
BlHZ s,

c. RoU—=v95

CTD HE DI H PAH U A7 DEWEITIE, HEMERD
HEZ2 b LT BN AT ) —= 0 7% EjiL, PAH
DFIAFERIZED D, FEBIZ, SSc B TRARIGZR A2 1) —
=V T ERLTH T LT, PAH ORI NYHA/WHO H##E
SR - 1 EOBEROEIGHE 2, AaTRbidEL
F2Z EDTREN TV S 2, ESC/ERS DRt LT FES T -
BN A T 422015 TlE, SSc & ZDEWHI, BLO
MCTD % & ®72 SSc A7 b T LAOFBITHR L, MEFER
THAE 1O TTE 2 — WAL jk FM L # e (DLco) &
BNP % EDNA G —h— kA G DRI A ) —= 0 7
PHEIEENTWE Y. P 1a—TlllESh/-=0900
L E (TRV) >34 m/ b, &L 34 = DE T
(eRVSP) > 50 mmHg D354 (i & MU JE 2SR5 %
TREMEASE N & h, HEZMOIZODHLAT—T )V
MADSHEIRENTWS . ZO¥4E® eRVSP 1F, =L
JE## (TRPG) |2 RAP (5 mmHg &3¥E5E) ZhA7zd0
THb. 72721, TRV=34m/Fd L ILeRVSP = 50
mmHg ¥4 T, MBRAVEROmHE A, HEPS
J R~ O FE LT O R S, R & & o 72450
AROPK, CEFEORTAL, =R CHEIR
HOILR % RO BIFEIE, & MEREDS AR 5 ] el
DbV, SSc BE 137 NEMRIZ, FFI91a—12k5
eRVSP & 5071 77— 7 Vs A THlE L 72 P B IR+
(mPAP) DRM% A7-HETTIE, MiEIZBBLRIEOHE
RIRLTH, BT a—CoOBEEOALSE, HliEil
FEIEDSDH B2 D 2 59 TRPG LA %2 /R S 2Bkt
BIDS10% BEFE L 2L HE SN TV Y. 2010,
TRV =34 m/ b L {iZeRVSP = 50 mmHg TH->THh,
EDIHH O T & e W ERE B Bl LT % 58 ) &
TR, TTE Fr RS 2361208, BB H.O 7 —
TIVIREE DI T2 E BT RETHSH. PAHDOAY ) —=~
TIZBT HHEREDRENT WS TTE DAtk H &
L T, DLco ® i F 2292V if i BNP ¥ 72 13 NT-
proBNP, I{EREED 157 222 ey s. LI
SSc-PAH TiE, & MiilG&E (FVC) IZH L7z DLeo DK
T THL (LTI—DOWEIZDOWTIE, p. 120 4.4
DI I—MAEDOHED SE).

d. FSMmEREDESE

i MUFERE DRI IAT 0 7 — T VIR AR & B Eh IR
J£ (PAP) DWIENSYIAT, LD mPAP = 25 mmHg
b o CMEIMESRE & 5. —J, DOBEOF R 23
EFE TRA M SR (MCTD) (2381 2 Fili s Rk it
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0 10 20 30 40 50 60 70 80 90 100
')177]'34‘/#-1 e L 1 L 1 I o
0 05 1 15 2 25 3 35 4 45 5
%F\/C/%DLCO 1 1 1 1 1 1 L 1 1 I |
0 1
EHIMENLR [T
N N 0 1
> oA TR  —
0 3 10 30 7100 300 1000 3000 10000 A7v 71
NT—proBNP 1 1 1 1 1 1 1 1 |
2 2.5 3 35 4 45 5 10
Jiﬂq:'b?@ 1 1 1 1 1 1 1 |
B 0 1
ECG : B —_—

DRI KRA2 b -1 85

22|O 24|10 2|60 2|8O 3(|)O 3|20 34|10 3?0 3é|30 4(I)O 42|O 44|l0

L smepTa—o%m (RFy72A)

10 20 30 40 50 60

0

DAIRA V-2 |

URIRA >+ -1 85t
I0—,; AER

I—; TREE

10

YRYKA Y F-285 —

3(IJO 3|20 34|10 3|60 3?0 4(I)O 4|20 44}0

0 5101520 25303540
L

200 30 40 50 60 70 8 90 100 110 120 130

L BOHT—FIVREDENE

B 6 SSclcHIF2HELNT—TIVEEREBLGIORKDIASZENE LI 2 BRED/ IS L (FHERZE) (DETECT)
I, 18 FULD SSc BEDS S, BHHHN 3FLLE, H'D %Dleo < 60% DFI. 27w T 1 TURIRA Y b -1 DAEFHH 300 LLEDIS
B ATYT2NED. BEEDT I—ZEELICSATURIRAY b -2 DAFHH 35 LEDBAF, A0AT—T)UREDEHEHEE UL

(Coghlan JG, et al. 201429 & 1))

FEIERE (PAH) ZWOF51& ] L PR 28 4E1 [0
SREZRERS WL e - EREE G - BT KA V] Tidh
AT — F IR DS 2 o T2\ 218239 i iy
FERFRSEDOMHRNII IS TERTNETH 5.

PAH Ofag & A7) — = F R R EZ AT D
BT, HOHT—TVREOBEIGH %% 5. SSc 2B\,
FloA T =T MR 24T ) R EJEFI 2 I T & %
HMEDOIER * B L L CHEME S 724 7k 36 H i 3e
DETECT T, L by —2E4E(2, 34ELL ORI &
& 512 DLeo D FHMEIZ K3 5 %4 (%DLco) < 60% %3
HEEINTVE 2. ZoWfeTid, %< DIBENHRED
ZeHh b, SSc-PAH DA 7)) — = 7\ HREE S LT,
BHMiEE (FVC) OFIMEICH T 28 E (%FVC) &

%DLco D IL® 5., 1% NT-proBNP B, [MiLi% /R EE =
i, BIOLEMEOGMEN ZHBL Tnb 2512,
TTE AT 2 CHYRL, Gbh 7T — T VIRE % Eii$
N X SScHEBIZAD AT 720D 2 B ) £ 54 FHE
M) MRBEATVL2Y (HB6). K/ EV T 4T,
TTE DAL B A7) == FIZBRTEENEL, R
K LDPDLRNTEDIRENT WD, —, DAETITFR
23 AR IR E SR ZE CIERR S [MCTD 12815
PAH #ZWioOF5 & ] GRS, fBRRTEAZ)—=0 7
ARG R 2 ARG DR B O 7 0 —F v — Mg s
Twa (B7)*. ZOTF5%13 MCTD E# % i %I21F
ENTZDS, RFEDER D8 5D DD, 13220 CTD &
HTOFABHEEIN TN,



s MEE%Z%E S BRAFR, REFRR

A FHERDOZETIN

B AR EHARED
% D EIRE DT TE

FRER X AR R CDRMENRAZERDILAD 5 WA I SDRIE
DEM EOHRDIERD 2 WVIFEEEH

B BNP Zfzld NT-proBNP &f#

%VC/%DLco = 1.4

[REERBAOD = FRER NE

DR RS ]

T BN ITUEERE |
= 36 mmHg

R EIRIEERE |

[ﬁi%@%ﬁﬁmg}“

37~50 mmHg > 50 mmHg

“‘i&( AD 4 EELLE AT )ﬂl “I_K( A 4 BEL AT )ﬁi\

PAH (3T EH
(EEMY G FHEA L E)

PAH &EL)

(Bon7—7vsmes |

*URAMHESERE (MCTD) BECRBIEEZRE T DA EPRETRNE T,

*2 HEEIF 5 mmHg SRTE

IDIEEERREZ{TD CENEF LN

*° HEEMBIRNRRELADMSMEEERE T 2/ 5 XA~ THDMBIRALEMRED LT, MERAOAERLREOEME Al

ROEDIEX,
36 mmHg IR CdHoTH,

DEFRBOERELUOKEDES

AEREOENMN, EBIROIKRZRODHEICIE, HEMBIIRINERED
PiELEBA EL\,{Pﬂluﬁuﬂﬁﬁ@“éc_tb\ﬁﬁ L

“BLA—TIVREDET CERFVSECIFES(CRBERL, BEETOEVEATD 3 »ARICDII—REETV, Bilffidd

*° BhSMAEAEDRR DR PEEEHED D,

®7 MCTD ZXZRE Ufc PAH B2EROFS &
) AFSIETIFALNT —T ) VRED MR > TLEWD,
(HEMAfE. 201129 & V)

e. ISMEREDERKS 4

CTD B TlEs &% &ﬁfx“*ﬁ@ﬁﬂimm&r%”r
L9478, B & 2 Sz L THRTE

DOFM R FHMAEETH 5. PVR = 3.0 Wood HEAIZHIZ,
BEEIIRBEAE (PAWP) < 15 mmHg (/e U O BRI PE
I M IERE O T, &L ot E L5 LT
BOF (%FVC = 70% 52 1 BEoFIEICx§ 254
[%FEV\] = 60%) (filigElofE ) fliss mEEORYL), il

WS- s > F 7T & Tl e 2848 12— 503 5 I K48
A7y (CTEPH B4V B4, PAH I25HHT 5. —,

ELIZSSclzB VW TiE, IS DIEMED A TIL PAH DAt
DR % AN CELRWT L, $7-PAH &I

f“'/\

BERBNICALAT —T)VRAZTT D CENEF LU

FMEIRREDERRIC TN TERET RNETHS.

DEFRIEE DRSS
ENTnB N0
PR R0 AR 2
T, PVOD IZFE L%\,
M4 % ERICFHD 529 F 72, SSc-PAH 0 & 45 g
CT (HRCT) Tl WM& /N EiflE R, /g
LMD AN I T A5, NEMREEDRE 22 & PVOD (24
WME I ROSERICEO SN, ChHOFREH T L61T
VR R I SRR G K ) KR A A2 U 2 A0S <
BAEEAERD 0% U T ERBTH 7227, 72721,
PVOD £:® HRCT Fr i, F#EOR W& G
WAL GBI 5 2 D% L, BIoKEIcIZm )

FRREDFHIA T AT A e\ W2 E AR

5172 SSc-PAH FID il fk g oM
EHIMEE L LT -
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TS MEERR A A KT 14 >~

e\, 2O X912 SSc-PAH FEFIO—EIE PVOD FRRA %
EOEL TV B REMEA S 575, PAH I 0 3 720 S
12, BURTIIREETH 5.

SSc TlE, #SERTH->TD, TTE /Ll MRIIZ L %
iz SRS 5 &, OATRIRRE R LR L SR A
LTV B P850 RIS & 2 R I-FRHR R E A
ORI FHIE L, ZORRE L TUHEEIZ/MG
MRS » & DGR 5 2402 b 57— 7 VRS
T®? PAWP = 15 mmHg Z R & U TH L OB I
I MBS MEAE SR SN BID 2 221, AU GRS
X BB IMERE AR OB, B X O OO RIC X A HiliE
MEAE & PAH OBAFBISE £ 5. SSc TlE, PAWP &
oo 7 — T VIRAS ClsE L 7 e SRR IE (LVEDP)
D&\ NTZTEHEA A SN AHHIR°, LVEDP = 15 mmHg T
A B AR K o 2 i A (fluid challenge) 12 & D
LVEDP 28 LA B0 ALN L. &N LN T—T )V
Wi %47\, LVEDP I8 & A Ak o Z0diE A2 L 5
Sl A 4T o 72 T, O T — T IOV Tl E L 7z
PAWP {2250\ TR O OB FB S & 2 il s U 95 % B4
ST PAH & SN72BID 38% 75, 1EFERYZ: Lo W R R
(2 X BB ITREDERE 24 LT\ 2,

1.2.4
AE7IVIUXL

a. AEOHEHE (R14)

ESC/ERS D& MITZ W - @A A K7 A > 2015 T
1%, CTD-PAH Di&#i% IPAH/HPAH DGR HEL 5
CEDHEREN TS, DAEO K 23 4E L ET
[MCTD DJRRERIIAIGET |2 &P 28 SRR [ 4 Bk
FeREFS WL - BRSO - BT A K54 ]2 7%
WPCHEBET IV T) ALDPIRENTNDDS, FDOHRDIGHE
MDA B BRI N TN L2 Es, S,
727 CTD-PAH OEEIRSI 2R L 72 (B8). AR
72 2 )70 AL IPAH/HPAH (26§ 2 {6 & [
D7, FEEZENSOHAEZSBRE SN2, RIETIE
CTD-PAH (2 E DDA %R RS, 7B, IPAH/HPAH
THEIR I N TV D Ca PR ORIARBIOE 41 CTD-
PAH I TIE 1% il LN e A5 Y, GBS A Sk
AV
b. REiMHEE

CTD — DG H DAL REIEEETH D, HEE A
7oA F (LUF, 2784 F) 12Nz, EEEISETA
THA B2V ZAFEERLEITRIZED P S 15, PAH B
CTD I L ABERBEED 1 D TH Y, FORREITHT L%
PRI OB G E SN TWwWA. EBIZ, CTD-PAH

W3 B IEIHERE O/ RS, ERARE, T AT
) — R, A EBZED S S ST p 207252
INHOFETIE, HnSNREIHEREOL Y AR
SRR ERES K —SNTBLT, /2, INFE TITHIM
EN AT TORGEIFTON TR W L5, ]
WEDOHENEIET ALY T Y AR+ wbhEh %
27\, 72721, CTD-PAH B0 9 & o Sl i filiA
B 1SEDBRICSRPE SN L AR Y ¥ —Tld, FHH
L, BRFPHROBIFTHLIEDRENS M.
PHEEOENFI D% {1& SLE, MCTD T, 2H%h5
=TV VEBERELALNA. LA L, SSc TOHEH]
EFIREICR S, SEpE MR E Lk AMERIET
BN & HIMT &7z SSe FEBIDIE X2\ 22 oz k
b, FIEIEEDTIL SSe B { CTD-PAH O—&BI2H
MeEzoND FHEEZFHUTLHETL LT NYHA/
WHO # R B /11, RS HERF S Cnb 2 L,
PAH B HI58 & ST 5 29 NYHA/WHO Képe s34
U/ EETIRY) A7 D6, RIBHIHIEEORG 5 1
HUA QMG L T — T IVRA % & 7255 % 47
W, BRRBUSHEAR T3 TS, BB B0 i L
TREEDFAZ MR LT L
SIERIHRREOF— SN LY A V3R, IHRER]
BoOLZ kA EFETHG SN EREIE, hEER D
rozraq4reyrakza77IF (CYC) OHFHTH
B CYC OGHEE LT, V=T AELOEFRE T
CHOWOHN TV RNEEREDSHWOND Z DL L,
=X —RdH 71 500 mg ~ 1000 mg F 721 600 mg/m?
(M) 212 HZE123~ 10 E#H%53 5. CYC#H
BAISEVIES A5, R RREE 2 SO EE L
BWERD) A2 3 %720, —l -804 G-k - 1,
EHIHEDPDOEEIHIZEND A A v F OWTHFIZDONWT,
SROEI LT TH 5.
c. FMMEHLRE

N FTIZ, CTD-PAH 7213 SSc-PAH # Xf 5 & L 72
728 2T T LRI EBGER I E R S T e, HE
— S SN2 LB Cld, SSc-PAH & 111 A5, =
RTORT ) — VEEEGEREFIFI R R FiFon
722 BHBIAR 12 HoRE T, TRIOAT ) -V
TIIMEHRIERTEIC L ST MWD B L O TEIED YA =
1223 L7z, CTD-PAH Z &4 & L7z A MEWRIZB W
T, TRTURT /= VHETIE, TrKTr—H3870H
ERIHICORT, A FRIVEEICRE S
ZDOth, PAH # X RICEHI N T v 7 20T T AR
iR BR 121X CTD-PAH 5320 ~ 30% f2E & FN T 5
ZEMs, FO—#HE LT, CTD-PAH % L 724 7



@& — |

CTD-PAH D2
(FPIEERNDIBNTDEE LLY)

Eop) Tl
b

X
ad

1) A 5

—

‘YR

RYRY*

BURYT

(NYHA/WHO HgEn %8 (NYHA/WHO #gen48 (NYHA/WHO #gE5 %8
[ I~1E) ] r I~ ) ] I IV E) I

BRPRBISUGA T2

o

BRARHIRIS AT ee—) SR\ DB

1
[ mowens |

8 CTD-PAH DA ESE

M FERHEN TS, 6MWD #—IRTY REAL > hE LT
Ry rBIT)A T 7T MOREITIL, CTD-PAH %
KIRE L7 7T, R L 7T R L Ot
BEZ I o2 P025 S VFF T4 LORBICBIT 5
CTD-PAH 7T ClE, V7 F 740 20mg 1 H 3 [0
HET T RBICHBEENALNI-bO0, AT
%, HGRPLL D ERAEEIWEELZ . ARV
FHE—RZY NRA VN e L7 TR
CTD-PAH V7t b b, =570 % vV CHEEIR
S LRI R THEEDRAONZ Y. L, T
Y —RHEIEGD D), EFIOT R TFAER R H720,

* I R8ER

* BEPIER TORBEHNEE LU

X REHIFREZRET 555, EH
DERFRRIS M % 51l L fo £ TERIERI I
RAFFMEMREDEAZ R L TH &K
[

BRI ORI IR & & 2T AU EDNH D, 2Lz
ROV TF 74 VORETIE, THRAETHS SSc-
PAH DEIE7345% &, 1 ZHDHERD 60% Pl EI2L 5
TSP 5722, L F 27 DREETIE, CTD-
PAHEBIEAT334 AL AR K TH LI LITMAT,
PVR %% 5.0 Wood HAZ %8 7 5, & |2 PAH EH D5
% BIRA A AN TV S 7. PAH 23512, W6k
gL LCo7 7y v +5 5574 VEERE
WL ZNENOEFOHRAGREROFNEZ L L727 ~
F LCIEGABRTIE, IR FGEEEC, HANGERC
{BRTKRLY FRA YN (AN NE) BEEIC
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Wl s REEE A EREL, MR % CTD-PAH,
SSc-PAH IZ# o 72 7T THFHBEN TV AEHA P, 2
DRI/ UM R BRI MUERED ) A 27 %
B LT B 1Y,

Dbk &Y, CTD-PAH IZB1F Bl MESLRIED A R4 %
BE) AHUI Vb 00, EERESRL PAHIZIZ, S5I12
V720> O il 55 IO A B R 23 BE AR AT 3 A AR E ORI
LoT, HEKSHEAKRE SR L REMD S 5. TPAH/
HPAH &[RRI G RSB R 72 G128 5 — 75T, i
MEPEHRSED G F =2 X 0 il ) - MR R IME 25
b5 26108 5 2. BLEIIG MAS L3R 3R RN I A
BMA L, AAEMEICHELR (T E BT, BEG
FHRPBIFTHDEN) T =7 LEHEN TN P05,

d. 8HbIC

CTD & CIIMimIMEERIE) A7 255 <, BT
IR L7 AZ ) ==V VoK 5 2 L TR AR
Td 4. PAH, PVOD, Zo:U PR BCAE D Hili s M E,
BT A B 7 & D il FBAS A S il s MU iE, CTEPH,
FBIIR 28121 D B ES MU S &\ o 72 8- R B IR 0 M A 4
N, &I SSe TR OERGFAWAT T IR A TREN
EHEIEEICASNS . (G IPAH/HPAH OifEESHIZHED
%755, SLE X MCTD, JEFMY = — 7L VEBEFICHES
PAH CTIZRIEIIHRIFREDB R 2 Bl H3% %o SSc 2 il
EIMEFEDR AIRAED A SN A AL, i EILRSED
THE LGN TH 5.

1.3

FIBRFETUERE < 1 S BB A Rini v I FEAE
(PoPH)

£

IS FSERMEEHRE 7 OA =2 LTBY, 207k
AT THEE] & TIPEER] OREEEIZEED R 7% 2
DOFEREN D 5. FWI R MEFIRILE.> S PVR DT
rEZL, HEEOREREE LB L T 5 E 6
(hepatopulmonary syndrome; HPS) &, 3#ilZ PVR %[5
L CTHfi & Il £ % & 3 % portopulmonary hypertension
(PoPH) T 2 "% PoPH I3 T B 0 AL 12 4>
H 5T, FIREITCHEREICHE > THAET S5 PAH TH
%78 1920 FHUC HPS AL OBTLME SN TCVL AL,
WHOIREDF —N—F v THAREN L ™Y #ENFEE D
HE SN TS, PoPH OFFEEAILIL 72+ 2RI &
T\, HEFT L7z PoPH OB 2 IBIIRIGZ L, 4¥F
FEMZ ST PAH ML T 5, BIIGIZIE, JE1
BHIE R O E T, PVRIMEAEZ2S, KIS OHERED

lLFE PVR EAZ&7-L, HELZITNUITFRIIART
& 5. PoPH OiG#IE, FEARMIC PAH OHEICHEL 5.
i MRS DV, DEBICHEMMEA R 7
EHEDINL O, DH. LL, WO PAH FEAHHED
T 7 2MELEEER T, PoPH XA ST 2045
BlcE EF D e iz, LT LD PoPHIZBWTH
Witk WAL N L LIZRS T, HREOHR GRS
FHEICB L CREE LM ALETH L. IR, T
it COFMERIL A D 5 By &5 |\ AT A%, Ml U
YHY AWM EOHBBMOFRIIARTH L. Misilltik
FEHIZ L) mPAP 235 845 2 & CHIRBH T 0% 4
A ETE LD D 5. PoPH OIS 54H L I6H#
IZDOWTR15 IIRT.

1.3.1
&7 - HE

PoPH &, ZD%DE BYFIRETAEIZEI# 72 PAH T
b5, JEEIEPIRETCHEDOFAEDSBE L TV 525, 47
L IR ER E 2R3 & IZR S, LA L, PoPH D%
P TIZFRELZ N A G L 72EBI O D - & b5 20,
75 v ADWFEH 5, PoPH I PAH O 7 7 T, IPAH,
CTD-PAH, CHD-PAH I2k\V T4 EHIZL e s,
FIRIE TCHESE B D 2 ~ 6% 75 PoPH # 4§ % L i S h
TV % 1620020 popH E ZOFIEMFE A S, —— A%
M (Q0134F) TIEHE1LEE PAH) IXHEINTW 5,
PoPH ORKE LT, F3 v > bOHIERLEHINE DL
RIC X ELIHIRREE 72 57290, #A0IZ PVR 25IEH T
Hb. FOk, MMENDOT YIS (shear stress) ASHIN
LC, MBRNIERERHEIIRO Y €T & 7054 C, Hili
BIROBIZE - P2 E T, PVRAEINT2EE2 5N T
W5, HEATTHE, PoPH OMERAT R & L CldmENIES
L OHBEEHEHOMIE, MAENPEOFIRRZ, BB
KL T 47 A NEIE, Uiz & %280 5h. F72,
TFRBIZE DY v FOTEER, IEHOETIZL )G
WEEROARHWE (o h=r72y) PRERICHATSS
ENS, BiOMAEDNE L ChisIERE LS 0E 25
TV 52 PoPH DFSHEIZK § 5 MIEDR 512D\
i3, TAMOTSUREA] CafEGE&EA A4, TUvy —
¥, PDE5, BLXU7 v VA RIF U 1 EinTToO—HEHE
%M (SNP) HiEENTHBY), A X Yo7y ne
HEREEFEEIENC 3B31F 2 BIZF IR OB GAVRIE ST
Z) 263).



#15 PoPH DEEESELEAE

E# B hEE EiE
NYHA #8E5348 Lo I, v
FHENRRE (mmHg) 15~24 25~34 35~44 > 45
MREL (L/ 5 /m?) 2.5~4.0 >25 >25 <20
FRMEEHT (dyne- 7 -cm ) < 240 240~ 500 500~ 800 > 800
AEE (mmHg) 0~5 0~5 5~8 >8
T = AHH B0
FiMEIREE B ERET HE
P et Dot RYF B =

(PoPH [C3T D, IPAH/HPAH DEAEERIHEERZ At > CORMMEIRREDERA  #HEISX |- TEFVALAILO)

(Hoeper MM, et al. 20047 #&E|fExK)

1.3.2
2

PoPH I2BWT b, FEARMICITH D PAH & FREDOFEIR
WEBT 525, FFREICHEDERD H 554613, PAH O
ZWHWEECTH LMREED 4. B MIIRE TTHERED
B, BIUMEREMONSE BV THEREIRS AL
LA, LRI L DS MEED A ) —= v 7
AR RS MY B, 130 DR RIS S PAH
RO 7O XTI, EEME LT, MIREITTHE &l
EIMEEDSFEICAAE L TWTD, FOTZ LA PoPH D%
WHZEAE T 2 DI TldZzev, E3h0BERE L O+ %8
WISEECTH L. FHOAT—TIVREL, S & BEREREH
Wi D7D CWIHTH DDA ST, IFEIREEAE#IE 12
Lo TMIREZ BEICHEECTE D720, BiThb &5
(2, WEZEE ST IroRAETY, MIRETTEZHENT
ELENH L. — I PoPH T, 47 &
13 TPAH & i L COALE DTS <, PVR 2MRW [ |2
ZA{;) ;Q) 264>.

1.3.3
Fik, BREEFE

PoPH OIRAIHNZIE & F MEEITORA & ZAUES L
FHEOBINE RO L2 ), ORI ARED
BWinx /L CPAP A LAL, PVRBEKTLTWAZ LIS
b, 1300 PAH T EEGRICHEST L2 WBI b 5 575, I
DR T B O TALLFRREDMK T L, PVR L EAICHE L
T, JWEEDVEALL T <. PoPH I THART, AAfI—7
)= 7 OFT =5 TlE, BREEITD R b - 7285 D PoPH
D SEAFHFIT 14% TH Y, 54% OBEFZHH,S 14

DIMIZFET LT 72 2. IS 46 % 173712 PoPH DN
WOREATS72HH D 5 FEELFHIL 45% T, FHERHED
T2 5880 SEEFRIL, 67% LUHET 529, £l
BT — T VIEAEIE PoPH O EJEEHEICIEFICEETH
D27 E SN EIERIOG LR T 5 208
(F&15).

1.3.4

A

FEARIIZIZ PoPH IZBW T, HEROEERE T HREIC
ANT=9 AT, PAH O—fizipihsE s n s Y. e
@ PoPH IZBH L CTlg, JERRLIMEREZ ST RL 2L,
bR E TR LT 256 (& <12 PVR < 3.0 Wood Hi
fir), —fRIIHEBILELZVWE SN TEY, imEE
BRIZEDEMONADOERICEL T, HorRTET Y
A7 Lo L PAH OMEE I, BHE THBEMN ADLEL
RV EHBSNDEETHoTH, BN LBISEN LT
L,

FIPRFEIZEE L CIZEEICHWALEDN H 5. FHOREE
BRI > CENO IR L <Y, FR
FIZZENERDSIE LT ETRHIRERTH, TIUIL-T
HIERANEA L, (OHEDED T SR 5. it
#7213 PAH %° CTEPH TIXA #7205, FHZEE T
GBE L K- O - BB AR T R0 R |24 5 i/ MR A, 72
B - AEERIRE 2 SIS & 7 B A BHED S H &
D% WEIHITEN WY MIRIEEZIET S5 4
JERFE D, PoPH CTILIMATENAECEBI A REOE L2 7R T
728, HEIES NPTV,

il M PLAREE S X B/ AL T, TPAH ZRf5 & L
I UETVAPHLTHY, PoPH IXT v & AfLHBEER
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ORI RDPSBIVENTVBEZE L L\, T74bb, IPAH
(2 BT B IS HEER B O &1k R % 2125 PoPH T b
BoENBEIDIIOVTOIET Y AT X bDOTLRL,
MW ICIZEEZET L. 2L, YEToRIT
PoPH (28T 2 Wi M ELERED AR Z R L 728 EH D
BTy Re ) UEBICE LT, PoPH Tl T
YRR VLREOMMBSBEOLNL LI HEL D

DY B OE A S ERA ORES TSNS, AINHEL
GHEBTIEHHLDD, ERADELY K512k
T PoPH OEFMB OIEE & 47 LA G OISR 13580
SNYY FUT) ey F IOV THIEGIC Lo T TE
HEDSUEE S 72 L ORBFERDPME ST 7. 2l
Ry VIIFEEORIER D H 5 72 OHELES N2\ D8,
RYUTFUIUNBRLZET, Ty Ehb
FCHEIRAHE R 72, WTFZLTYH, IFREIC oW TR
EHIN 2 RS I AN ETHh 5. PDES BHER L FR)T
PVR # KT &€ 5. YIVFF 74 VOFGI2LY, 1 EHE
D 6MWD A5t L7 & O b & 52 JT4E, PAH IC
BT, FHNRRN 2 PR A AT 9 WIPE A (upfront
combination therapy) 257115 Z &N H 57, PoPH IZ
BWTIEA LT =707\, HEICHETTRET
H5b.

PoPH |ZHFEM 2 EHE L LT, B D 5. FEE
WEE, MiEEORBEERN TR ST, FEROERE
BRI Lo C, WIS DA TRET SN D, Il ML AE AT
FIEOHAE, RO FHITE 720, I3
SNV, AALF—=7 )=y 7 OT—5TIX, mPAP %%35
mmHg DL T THIUISFEB O TR I nwe sh
TWw2 Y™ PoPH THFEMHEZ B9 2354, FiMA LR
SR EH L CRMENC MATEIE O UG & A 5 LED S
D, WENRRSNIZEBEIIBVTIIBEEIT 2 5T
& % 200270280 FRH T mPAP = 35 mmHg O 41T
BARTH L7200, MiEME DG, mPAP < 35
mmHg, PVR < 250 dyne- #-cm™> & &% 7420 vy
e &, iSIEEEEICBW T, Bib &0 -28
BT TOTAHIETRTY A2 %20E) 205, ZO5H)E
VB L CIEEEICHT 20585 5.

1.4

RASRMEOERZBICHS
RV EEh e 4 A = [ FE

B
FERMLEE (CHD) O v v MEREEIZ L) AT L
EIMTEEE, = — 2504 (2013 4F) 12851754 1 B (PAH)

BT A, JEEIE, FIloREDOEG Y v~ MEOETL
TS & B ATBIIRAN R 5 7 & A= 1 5 BBl AR A ZE R 22 ¢,
Z DFFRE I DO FERE 1L Heath-Edwards 7738 THRBL &
M, 7= R4 U EOREBIIAT ML ST 5, [EE
DHFAE=FIL, Y XY FORESEMBEIKFL, &

L2y v v MR ESR (EFOWEITZ0F) L) ER
W DR H LD EETH L. BE (e ziE
VSD) OKKIBILOYE, Hfh1 ~2FEFTITBHETE
Bk, BEARELR A HERE (TAE AV v —E
BB ST 2 ESNTWD, WIS, Jig (k20
EHIEKIE [ASD]) O¥adimMEEz &7z 3% 0n2
ERE L, ELGEL, ERVEECRANE CEE
ENHZELELL R, WITHIZLTY, WolzALLL
7RI EZ S 5 L, T, TBiIREEMRZ O
TR ThiEy Yy badHisicEmL, 77/ —t%
T ENNChD, THOVSTREETA X ALV v —JE
RSP, AR - EATHEOR KB L SN TS,
%B, T2 TIEEA CHD (ACHD) (29 PAH (ACHD-
PAH) O&%->THBY, /~NE CHD-PAH (22T, 11
FEO [6. /NEICBIT 2 EIMTERE] (p. 75) 2SS
Wy,

CHD-PAH Ob o & b EZE RIS, AHREMAT LB X
Ol ML (A SR O SUBYEAS, TPAH IZER L Twb 2k
Thb. ZIUIHETEZ L) 2 TEDLDTHHRIMET
HAHW, ¥y NERAOFE, FREICLLERELIME
REEOEPEOLINE, B17 - Wi B OREAC & 2154
AR EIC L 200 - BN REEO AN, OISR
DN oligzsiEE o0, ik - WMEMER 1S, Hio
CHD-PAH JEBIZRT L, ¥H—7iGEataitie35 281k
EfEICIERECTH L ) Vo2 RUTFTIEH D75,
ACHD-PAH #F&R 16 |2/RT L) % 4 DD 7 )V — T 2555
LOREBLZIRL, BHREZET LI LI, TORBEEC
DWCIEHTH L. RIAFIA 2T, TO5HEITH-
ToBWE - IHIERIRENICEE L Gk 2.

1.4.1
=7

HAENICEBIT 2 CHD OF I, AFEIZBRZ K
1% & ENTW5D, 1970 SED N TLAEOFEIC & 5%5E
L72BAOM ORESr, AEBOBB LTI, S OISHAERTSE
DESRLHNFE ST, 90% LLED CHD BEIZHMATE S
9ot HEDER - FRY AT LOMERIZLD,
4% CHD-PAH BE OIS HI20 500 L2 D),
TAX Y A 2Dy —fEFERBEROBIMZIIT LTl
EBbNL, LLids, MEES (EFOBEIE=R



&) OEIRENC & 5 ASD IZHER$ 5 CHD-PAH 1229\ T
1, FEROEFEHASHEMICHMEMIC L L, 4%b—
ERPELHTAHEEZ NS, WAL, W7 CHD B
¥, BXO, #0702 CHD-PAH BEDHO L EHEIIR
BT 5. 2007 8T, HAEO ACHD HE Bt 40
FANUEEHEEERTWAEM . —T, EEOFHET,
CHD (259 % CHD-PAH BEDEIGIIBB L E 3~ 10%
LEN™ CNS0HEDS, b)YEO ACHD-PAH
B EUE 12,000 ~ 40,000 AFEEELHEEENL. ZHvo
7285 h 5, ACHD-PAH 8875 PAH EE 12,50 5814
FEbLOTEL, PAHICBWTH EEREERTHLI L
MWIDDZ 5.

1.4.2

2L

ACHD-PAH BEDOZ M - (GEEH 259 2T, {16
WRENDHEHDONTIUIE LT L2052 LIRS 52 L5,
FRRAICIZIERICEE CH 2. BEOFEX MO TEER
ACHD DJEIRIZ, BheF7 ./ —8, EbiETHY, =
NEHDOF N L - CHIEIMERE A B Z SN2 T 5 2 LA
KUITHAH ACHD BHEEZZET LI, LEX, K
X#, BIXOTTE 2V —F UL LTITHIRETHY,
TTEZBWTHIEZER (EEOHEI=0F) FiE
(TRPG) S EHLTCWAEAE, 7ra) Xa (BE1) (12
o C—MkDMimIMEEDZIR %D, ¥ v ME
ACHD-PAH O EITHI T LI A, ZOBFETUEL
MAIZIZ T, ZOEPOMEDEI KA 2 e TITR
¥

< DEM - —f%IZ, ASDX VSD &V /2R b DT
HIUTH AR AR SN DD, B AT Ul
(dextrocardia/situs inversus) CTl3HIFen%8E L v,

- BRER X AR« HHHZ GBI AR ZE L / BBy AR S b B
L% L, EMiiLGE < PAP JLHE % i 5 0%, M BhIR
() PRy, EhDOERLEZOND.

DI O— EIEREZ RSB 5 - & QEEED
EWAZ ) == A, TRPG O EANASN LA
1, MGE EEOBEIIAE) mlbEELIEIIRL — M2
B 2AIREOEMIZERE L RS HIT, FARE D
Vb LR OB A i I E O A B % 5 5E .
TAX YAy Y ¥ —EBERETIE, i () =ik (OF)
DEEFRSEOREEM RS A SN L. HELAIL IPAH T
TAEFT BN RED NS5, MEZERFHRMS v~ bo
ASD X &8 43 Hili i IR % it 2 % JE (partial anomaly of
pulmonary vein return; PAPVR) &8I TIE, G T v >~
MRS LT, M IESE /PAH JEABEDOSEEIZD D 5

ZEMELL, WL, I EonTFELTRESRLE
T ASD/PAPVR B LU - & L {IL PAH &35S 15
ZEbdHob.

RBEIO— (TEE) : ASD DRz i B $H Al 85 % v
DB72OIZITLE. LNY ¥~ b (PAPVR 2 E) DRRAL -
Rz &, MBI L TAT.

CHEEMRCT : LI 7 — T W EZ TFELTWLEA
i, BT IUTEANI LT T o TBLAREMAETH 5.
LDERFEOAT A ALY, Oz & 7325 1F
FEIWZATZ A, BO Y v > MIETA5HM0, BLOHE 4D
R - v v b - MIRNIATEE OFEMISIN R, Z D13
DEWHHEORFELLEHICZIEHTES. 0T
(L IZHREBIZE 5T /N8 %) VSD,
BHIREFAAE (patent ductus arteriosus; PDA), 4 OlE]
A7 (& W EZRBMANINAT [major aorto-pulmonary
collateral arteries; MAPCA]), #FfIfife - #0720
BEMEDBRAE - FEMICIZCT # WA S e SR L 2 B,
ASD FEfiCRI L T4, TEE ORHIIZIT-oTHEL I &5, A
L= ABREDT-OIITEETH L. ZOEPOEMEIE
R, BHEIAR - KEIARZ: & Ofk%2 - iK% EHFHIiCE %,
RIS ETULIme L, LY T—T VD7 7R
V— MR L TBL.

« /D MRI: ACHD .U %REIE, OEOSF SERIERE,
(WEIEV QRS @) S F &F 2GRS, 05 - 0= - Kl
BOWFERY WhOEEL EPBMEIEARES72DDT
HDH. L72n3oT, ZIICHIMNT & %S 151 5 0 IR R 72 7
A C& 2L MRIE, ZbOTHERTH L. KRNI
1 (Qp/Qs) DIEMEZEHE (BIIRRB L OHIRRKIME D
flow AT, LEAEFE L FUTEOMHT) R, WLERERE
DIEMELFHIATTE S, EEANILTLOHWRLTLW
7D EERE IS, WIS, & KSR
DB 2 FEFITILEY) 2 WEATFF SN VIGE D H S ON
T TH 5.

DD T — T IVIEE  PAH/ s LT RE OFEE S T 5
L OVOHERERHIE I Z U HDOMAE TH L. v v v FOfLE L
EW Lo TIEMERFHIAEHE L W &b H 505, PAP X
PVR, Qp/Qs AL THIRREHRPE6N 5. T 2T
EMEEOMEEZM 21TV, & SIZHE T AE D & HEOH:
%475 2 & C ACHD-PAH OB WA HEE S 5. 72721,
PAH & 55 5 B KIS PN 5 MUEAE & OGN L w2 &
5.

s> > F T Z LWk, CTEPH 7¢ & ifiZete B
OEBOFHMICLEET, MiSSMEED S FEOR RN b 22H
Td 5. ACHD I ClE, EG0MiomiteHLEY v
¥ NROFHMIZ D AV SNE. BEHMERM CHRE AT 2
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W MR R A R T A >

& 16 RA CHD-PAH OERARDIEEGEICEHT SHRETIET Y AUNIY

BRI

i

R
ISR

IEFVR
[ZaY]%

1. Vv Y MEE®ERF PAHES 2 DEBER) @ i
B#NSET - Bl Ul PAH - fiTREAIZE#%(CEE
£t (#E ULric PAH

IPAH/HPAH (C£EU 2

2.1.1
JNETX (restrictive)

2w 2 MEAEICEE Y SXIDLAS S E AR T IPAH/HPAH
[CEELD

Vv hEEHU

FERTRINEETET A B XY I v —EREICN TS
(D) e (+HDWIEE )

BT

P B, e EREIRERZ EOFRITEBR L2 VE,
U MR GHIES 2B H 5. L7chi>T, %
D CT Z&O 2B O®RIC, BYNIEHRT L2

INs.

DL oW R % b &1 ACHD-PAH &2 s34

L

fz () PAH DEAN: -
21 FE7A v NEASEICE T DB LANIEERNIC A E A _ _
T XY v —EREECELD
¥ —PAH 21.2 o w2 ,
e PVR (I) <2.3 Wood 817 (4 Wood {1 -m?) DIER lla C
AT TOY > N
(non-restrictive)
S vy REED | 23 Wood 87 (4 Wood 8 -m?) <PVR (I) <4.6 (8 b C
PAH Wood EAfi] - m2) DFEFRITDY v/ ~EATE
PVR (I) > 4.6 Wood 811 (8 Wood E1i1 - m?) DEH C
TO > ~EAfE
RO lla
NYHA/WHO #8553 58 I/Il EE i -
PICHT DRmEmERER | IIb
MTE - BEE lib
o " NYHA/WHO #8545 38 /1l EE i
& S ] BIC S BAAN BORMER | TXT llb C
SRELGEA
AN
eI UANDRR Il
NYHA/WHO #8893 58 II/IV | O a
SEBIICX 9 2 A EHhaREE A
PN lla
22 TABIAVI v —fElREE
BTE - 8aEE lib C
NYHA/WHO # 85 5 48 I/\V
JEFCH I DD SDFME | 9T lib C
YhREMHA
IRTOERICH U TROLEE | @O - RAE lla -
THRATHOBAEC 2 BB ————
DFfMEREH A ETE - 8% C
v NEASE

121%, E5ICRI16 D4 BHEOWT NI, (G
AL TChH. B OBEAEAGERH SN /ERNIE, v~ b
T PAH (|16 @ 2.1.1 LAV L2 5. EIFMmiToRE

AL, oLz 7232w hix Y b e FT 5

SEFNE, I Y M2 ALz (1) PAH (R16



D2.1.1) LZWi 5.

1.4.3
EEROHIE

% v MBS D ACHD-PAH B X UVAY v > MR (D)
PAH IZDWTIE, IPAH 2 2% & L CEIELE Rl 5.
% v MR1EE ACHD-PAH IZDOWTIE, 7TAEY A
Vv —IEBERE RN CEEESR R 505, FEBRIZIE, £0
HEIEIA S TIE R, F/2, RISETAE Y A2 D v —iiE
BERECTH - TH, RS IMEREEOE LD T4
Do L b BEF T2 2 SR I 5 I S R S A i i ]
BEL 2o o CUIBOEFERLHIEL, SHROBBERIE T Y A%
b EIHE STV EIIFES N A A, A7 & B IRHAIK
ISV CHD-PAH 1Z, LD EEENBVEEZ LN
5.

1.4.4
ket

TAX Y AT v —fElEBE CHEIE SN B RTIE B & ORI
ERIGIIRT. TAX AT v —fEBEHICE LTI,
5 ¥ MET TR R ER 2 R R L Y 2 ) —
W7e 2, (rrmEo) BEEmse ™ > 12k, PAHH
HEOWR B L O TFRUENRITRIN TS, IBFED
EDOTET Y ALNIVZLY, NYHA/WHO HERES-45 111/
IV EOEGINIR LTI Ry ¥ v #5057 5 A 1#G (=
ETF VALV B) THY, ZOEHLORE - WA - KT
T - BE PAH IBSEIZ 2 9 A la BL O b @Is (RECT -
WA : TEFU ALV B, TR B tEse
ALV C) THA NYHA/WHO BERE 48 1/T1 12 B
LCh, LYAM) =% PV 12X 1) PAH (AR ORI
WESNTEBY, $_COKO PAH IGFEHEHR 5137 7 X
[la (TET VALV B) & LTHREINS Ofir60
BEFREE R A - fESE - e T 53 7 7 A 1b o
& (ZET VALV C) ThHY, FEOHHKITEIRA 5
DA 2 KL ORI - WAPHRE Y ZET 5 (R
79 A 1la, TEF Y ALV B). EEEE - TR
FZonTid, BEY, 2O ANTHORT - #IRNEEI
LB GO ) A7 %D 720, 75 ATIb #EIs (T
EFVALNVC) THAH TAYY XD v —EFERIC
AT v v FESATEITIISE R TH S RS T A0,
IEF VALV Q).

FEED Y v » MEPAH GET A £ 2 > ¥ v —fEfiEhE)
WZxf L COSERIMBRPEL, EARMIETAE S A Vv —
FEFEHRICHE 5%, v MASHITREZAEBIASTRAE L T
LUBEMEDE Z OND. v MHSHIEHEIIR 16 1R T

LBYTHAHY. PVR < 2.3 Wood HifiZ (PVRI < 4 Wood
HAL-m?) 7z dREMICOWTIE, vy v Ml
5 (s I A, TEFYALNLQC). $72, &
16 1IZREHE L e\ As, FERIFGI2 LD o v o MPSHA
PVR < 2.3 Wood Hifi. (PVRI < 4 Wood LA - m?) % il
7o B R BUSHA BN A0 ¥ v v MHSEAYEN T
WADPEIPIZIE T Y A% L, FEHIOMHIZ X 2L
WEERITH DL Ly (3R 5 A 1b, Y
TYALNIVC). £LTC, ZHwvolRKEH ACHD-PAH
FEFIC BT 2IEHEB L OV ¥ o MBS ORI 20 HIRT L,
TR 2 i 1T ) N&ETHY), PVR < 2.3 Wood HAL
(PVRI < 4 Wood B - m?) OFEGID L IFiHEHEIZ L0 3k
WA 72T YED A O NIER T, BRI CTa R
ARV EHIBr S N z841, v v MRS 2 BT 5
(452 5 A 1la, TEF Y AL C). PVR 2.3 ~4.6
Wood H.{iZ (PVRI 4 ~ 8 Wood HA - m?) D& 1213,
HAREEIZTH RGO D &, BRMSIFETE LGS
DAY ¥ MHEZZB L TL L (RS AT, &
TV ALV C). INFETOHETIE, Az WT
% v MRS PAHJER] (R16 D 1) OF I,
Ty PRIBERER GETA XY XY v —EBEREB LV
TALXY AT v —EBEE) 1I26RTRTLLEIFTIX
NI Fabl v v PRIBIERERN ST AT v
v NESEAT RAT OB IR SN T B L idw T, F
HofeBirBashtns. —7, ASDIZHEH PAH O
FEBNZ BT 5> v v NI, —E DR % 72 3 E S
BRI E RS SN B L OHEE DL H Y *Y, 8 Wood
HAT - m? DL_EOSE B O BSHE IS I B L CA o RE 2 i
SR SN D, —#%E9IC, ACHD-PAH (2% % HF9RY
RIS A ] B ik DR T, ARBEERICH 5T v >~ b
FSHAT OHIMNE, FEZ /2T Db b, &
RIS THDL JHERZ I AU, TET VALV C).

DX v MEEBB L OEENRANY Y v MO (D
PAH %= (16 » 2.1.1) (ZRIL TI&, IPAH DiREIgE
BT S ORKE NT v s MESIEED (R T2
I, TETYALN)VC) THhAHD, BimiEmEDT > b
O — L AIEF I L WIER] (PVR < 2.3 Wood HAT F 721
PVRI < 4.0 Wood H.A7 - m?) T, /hSWfLERELAL Y v
Y MIE DB EAMD, MLE (EEOBEIIHLE) #
RERE =2 AT X8 2354%, PAP O _ES-% 4 L CifisiE
JEDQ T Y O —)VIZHEE X 2THAT, M rr N ER
BROL L R THECHMTRER A1, v v v M
WMz EZB T30 LN, L LS
ZFOHIWFRME1T1Z, ACHD-PAH DO H[TjiiFk TIT ) A
HbH (HEr I A1, TEFL ALV C). ZREUSND
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W MR R A R T A >

N v NORSHIE, — RIS - R ThD (RS T
A1, ZEFY AL C).

(L) ML, SEHRNGEICKL L 2 WETHO T 1 €
VAT X —EFEREB X OB % ACHD-PAH FEFIIZDOW
TEET 2 (s I A M, TEFYALNILVB). L
LS5, FF—2500RMardenz e, 7144
VAT —EFERC BT S (L) MIBREZOTHEAS 4
HEAFER 60% AEFE (50 ~ 75%) 2427 L d L b BT LI
WR W E L BRI L AR E S FTHERT S
hev) ZEDFREVWEEZET L L, BEHE W17
I REPOHINL, PAHEROELIZL T, LLAL
{lpofehb Lz,

1.45

Wi - HHE

TR - HEELE, §XTC ACHD-PAH & THRARMIZEE
BEEND (HEEr I A1, T ALV Q).

1.5
FY) - SYSEFE DN M EAE

PAH OFIED BRI T-& L CT% L Oy - AU E
ENTEY, 2013 FE0=— AFEBEAFHETIE, PAH FEL
DOEARTINFTOIUEFT Y AICHEDIX, K17 IR
T4 DI E NI BP0 e S AR S
72bOlE THEFEZRBEMED Y |, HARO#E G L £ 72
B ORERHE O350l TREES =], ERE2
DI EN LY E P L 720G A D = X 0% B D95,
REPEDOWFZEDS E 724 T\ I [REE T REIE &
D, EFGECHEESREIN o7 ol [H# R
Ll E&nhr.

FuyrxF—YHERK (TKI) O12THLH5H+F=

7, 1350 TKI LFFRC, EEEHEAIRO 7 7 — A
FNIA Y DEHIEE L TELDBEIHCLENTNS, 7
TV ADBEIIEL Y, T =7 BE O PAH fER 9 A
DEH R ENT Y 1 NERE, FHF=7hikk4 7
RO T, BRRERRCIMATEIREDUGES AL NIz Tz,
FIRELZH L TKI Td 5 R F = 74561 C o fiti &1L E
IEOHE L H ), PAH OFIEICPE T 2 T gEMEIZHEEDS
',[Z‘%:’Cj;) ZQ) 307)‘

2016 4EIZ A5 T, HE (o) 2B 22 8EE
KIGHREEIZ PAH 358E L 72 &\ ) BB O IE BRI & H3
D, JEESEE X IO S RERRIZ O W
TR 720, EEALEEEZ S5,

PLED X )12, FEADOR2IE PAHIED ) A7 L7
AHLDONH L. BIHEIERI OG- IRIC L ) g S
PEDRHREEZRT LD HH720, BESFOBEPMORIZIZ
EHP GO ER L2 SR o2, Bl oS-
ZHIELTH PAH OFRRELEGE L 2B ad, Ml 9k
REEIZ X DB LETH 5.

1.6
HIV BEREEICH# S PAH (HIV B8:& PAH)

85

HIV B83# PAH O A7V, FARMIZ13 IPAH & [H
CIRRDA T A A, il MG HSE 2 HIV (G & fF
M3 2B120%, BEWHAEERIC T EET 2L H 5.
PreREp IR S N,

1.6.1

=E, A

HIV &% 12 BT % HIV B PAH O AR %E1T 0.46%
RN ERESN TS Y, HIV IEGUERIZ BT S

K17 EY) - SYFHMEPAHICEHI 20 (2013 FO=—ARHEEKD)

ERIXESEd D BEEMEDTFRLY
PV IR dhA
JIVIIS=EY JrxZIL7OIN =LY
FTEFRITTVIIZZY LA IADF NFUVD
BHZEE T H5ER {E2EERE (WA MMV C, YIORATF7ZIR)
NYIWA VYT R AV5—=Jxz0O>a- B
BIRWTO M VBEUAHESE T T T ISR
BE:EDTgEMES D BEHERE L
PUITTII=ZY R OB
L-hNUTRTTFY IX hOYY
AXFVTTHZY [ED)EE
SOF=D

(Simonneau G, etal. 2013% &)



PAH ZEEDHEF IV E AT H 205, #IRIHETBALIS
TANWADPED SN N ENE, 7 AV ARG PED 4%
JERA v & =A% (L) 6, MEBFIERIK T a (TNF-a),
M/MMEHEFBGER T (PDGF) \Wwolz A M4 2k
LB EEPHESN WS, HIVAY 7077 —

% CD4™Y) Y SERANBAT BB 7Y a T a s A v

120 %%, & MR AR 2 A0, Bl S 25 | & o
IV R DS (Jéﬂ&?ﬂi%}‘?éﬂfwém
1.6.2

Fi&

HIV B8 PAH O F 4%, 871 7% 5T HIV 38 bF FH 5%
(highly active anti-retroviral therapy; HAART %) *Hili
EIEGERESBAENLETIEEDLDOTARATH D,
LWk 1 OB ERIL 50% Th o 727530 #E A%
BIRgIZErE L, 1 AL 88%, SEAFHEILT0% %
BATWD M g7 M7 L2 PERABRTE, CD4
) 2 NERE<< 200 /uL BEOVMRE < 2.8 L/4 /m* £ S
;Q) 311).

1.6.3
2]

BREMENZ &5, EREKRO HIV &G H |2
JEIED A Y ) — =2 TR %479 T LIFHER SN v, L
ML, JEEAEH O 8 7 & OFEIR % 3 5 HIV g3
FIZHF L CIE, HIV BE PAH 21X U, U0 L
AR THENTLLI—BEXTIRETHS. LA
T TV, OB EZEENTE D720
HIV B3 PAH OFEEZ W OIIEVEOBETH S, il

EIOGTERER L, HIV B PAH BIICBIF AL AR ¥ —D
EGDS 2% Kl LR TH D T Epb, HEAREINZn 1Y,
1.6.4
bt -Pakay

ESC/ERS D i MEFZ W - AT A KT 4 > 2015 T
i,mV%@PM{_ﬂLT,%ﬁm IPAH & [F] LR
TUT) ZALZHEELTWB Y. UL, s G
% HIVBEECTH L7077 —BHER LT L2
&, %ED CYP3A4 FIEMERIZ L DRI O ML EE DS
F0, EWEROZEBEESMINT 20t d 5. PERAEE
BEENTWEDIR, #5574 0VE) N FEN /I TEHF
EWV /AT FEN ]/ RNV T4FEN /XTI FIVT
b, YVTFFTANE) N FEN /AT FEN ] IS
Y, VA7 7 heY) N FELV/ RS YL TEFE
WIAYIFEN /X FULTHL. BDTIELRPEH

‘i‘f%ic:t EELHAEHCLECL, YEPORGT 5%
| AN E N T R EE L ETH .

ﬁﬁl%&i WD) A 7 RLPUEEREIHE & HIV iR
EOMEAEHOME, HIV BE PAH (269 2 Prét ik
ODEAM A XHT AL T Y AR LW EhS, fERS
7wV HIV B PAH T3, A 5Ot 3B 1254 %
FOSHEDSZ L, CafBPisidfesz s DEpc
DI =T TR TIZH 5A5, HIV B PAH B 16
NERRIZ, KUy 216K ST 52 LT,
6MWD, NYHA HHES4H, mPAP, UMR%L PVR, L
TI—-REDOEKIEE, BHE QOL DV bFRIUEL
72T ENHRESNTH S, ZDlERI, VTS T4
RLTURY ) A FOFMEZ RET HIERIHE D H 575,
FE o dEId R

HIV B:i# PAH 126795 HAART #REDORIEIZOWTIE,
INFE TR 4RI MG SNTEBY, BRI TR
7.7‘ %hfh‘t@b‘“s 320)

1.7

FERIREAZE 1£#E (PVOD) KU/
Fre(EFEMMERELE (PCH)

85

PVOD & PCH IZW 3 idh, FiliEflRk< EAMIME DRE12
PEo TiEITEZ £ 9 5 5RETH 5. MEEILHIEEN
WD ERRIC D F A, il 2 Em T REE LD
JEBIDSH B Z EITMA T, WEOHEMED PAH LI1XHEL D,
it s ML E R P 3 X B i AK I D e btk A3dy 5 & & 70 &
5, FLOTHETE G511 HOER) LHELTwD. il
B WHLIHIRRTT L2 b o TITh LA, IBE %2k
ET 5 2T, FERIN 2 BRRAT 2D W TR R R
BME O LI ENEETH L.

1.7.1
B2, mE, T

PVOD/PCH (ZIEEIZENEEZ BN T2, R
|2 IPAH & 2 S LTV 723G OF) 10% 125D S L7z
Lo#HELH 52 PVOD O A RHERIZ AL 100 5 A
B2 1 ~2 NEHERIE N, ZKEME PVOD TlEZ ko
Fl2sBLIZ 20 EE L, BLENZRVOIIHL, 5
BREBIEICE D BV, PRRIZEDOTRET, fEK
S HH 2 FETHOAR SRR AL L )BT A6
MLV, BHICEALL Ty ATz E LD 2D
%Z) 323,324)_

LR OFEMNE AN 7ZA%, PVOD & PCH (KIEMES &
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P—HDILEB]) T, eukaryotic translation initiation
factor 2-alpha kinase 4 #{nF (EIF2AK4) DZE5H%k
HEN 0 Fe PilER] (WA b ATy, CYC
L)) dggE (1.2 CTD-PAH O[5 1 42 O B R
S p 38 BMR), VA VARG, FiEfAE: &L
PVOD/PCH F&4E & DRJE AR ST 5.

1.7.2
i

PVOD OJREIE DR ERUL, ROk & 53126
= BEEMRE TH 5 20 RO P A5
EL, HHEIREEIEES 2 (BOA). YMEOMHEEIRE
DALY, MR DL LS4, PAP O EAIZXD, Hili
BHARMNC O I & NI DIEE S A H L5758, #hmZs X2
EAEHEIL v, Bl S/ EREIR (interlobular
vein) OFEHEILE L OERMENOFIRMZE D A5 5

K9 MEsiREAZEMERZ (PVOD) wﬁﬂpﬁﬁ

| FURRIRPIBRDIRMEMERRIZIC S DERHBAZE L T WD (EVG 2E)
B /\ERRENATRIREEDEIR. BAREOMEDOEMMERE (EVGRE)
C : FEMMEBIFOMREEMMEDEESSUIR (HE 2&)
D

>

CRERNICANEYFU v EER LY OO T 7 —

(B9B). MhiE#IRIFA 721 T, MBS ERRZ T
H5, THIMEOBIEIED S 1, B DA % 580
LZlds (BOC). LR L 72 BMIME OBkelc L 5
ma» s, MENICANEYF) v 2 EEL~vrza 77—
B0 L. WEOFE ) o EDOIRERO L (B
9D). U /SHEIEIED LIZLIZED SN

SREZIE R PURHIX 5617 &2 L iR OB 2203 S h
LIENHY, TIUIRERHRMLICERT 2 E 25N
5.

PCH OJREGORERUL, MifLBEAAAE S 5 B O
MAETERRZETH Y, BEEIEIRZ L 3% 212 v 303,
EMMBEORANED S oM, IEEIHEIIHS IR RS
EAIME ORA: 280 5. BHIEOFH LA (L &2
SEUEICRZ) XY iilediEsEL 2% (B10). i
JAPNIANED T V2 E LIz~ o0 77—V %450

J7%588 D (Berlin blue 2)



® 10 FiEMMERE (PCH) DORIEFR
A FIiREEQFEMMED 5 B LEDEENRHSND ($ERRE)
B | EMMEDIEE HRRIC K DAIRRFFREDEE (Masson's trichrome 32E8)

BRAREZHR

WesE RSN LRI R OFFFALREAT LIS L o TITh N 225, B
BB 7R BERAT RACHE D W CRERAIICEB T 2 2 L HTHET
Y, MEBRISERESEO O SRR,

WEIERIZIE, F1ERO BYINRIHRREEA% . PAH
ZHE LT, BRFBANEE DO ZEHRE O R R DO ZE W]
RARTAHALD, ML EREMRAE T 5 &\ o 72T R
X, ZBENCERTH L. MEHEMA X HTIE, 3077 A%
BN —1)—B#RENALNS. HRCT TiE, HFEET
O/NEMBEELE, /NERLEOT ) T T AR, MR
YOSEIERD 3 BEN B AR TH %Y. MR-
YUFT S LTI, WK RIEE 0 561753 5.

PVOD/PCH DRfRZ Wi EE#EL LU e & L COFR
ERMEIZONWTIE, AHA NI DIV 58 [EEGEE
[TeEEER] & L COMBSMERE, &F 3. Btk 2E5E /
I BRI EE (FREHR 87)] (p.95) #&MoZ L.

1.7.4

SLa
/A

‘ 1.7.3

PVOD/PCH & & \ZHEN. SILZ-NEHIGRR I R L, ]
ARG IR (fEs 9 X1 8TV ALV C)
DHTH 5. PVOD/PCH |5 2 ili e LT G o 4
APEZHE. LTRSS, likEZ R IEmErd 5720,
TR IR D B B ifk TOMREREATINETH 5.
THRELRTOAT ) — VOBHERGPBIEA~NDT) v Y
BRERD D B EDHEDHHH PP FHIERiKE D
CAHEREDNH L. BRRINGERERO &S Rtk s
OEHEZK), WELHIUIMNREMESRE 1T

2.
A DREBICH S s ERE

=8

EEFRWILE, H5VIERED FAEZE) STSELL
OPEOBERIZBWT, IS ANITEME %/ L CHliBIiR %
IERENLZ LI Lo TIBMESEL L. ZOLH %
“post-capillary” Zeim M —R 207225, 2 2Ihl
RO SIS HNGE, EOIIZVET) Y72 b s e, A
Witk e 2%, O DREICS T ES AT 5 &,
DRBOFHREAOERE ), o EIiTEEREERD
BREFSNIOARETHRIIN ClE R, HEE L Tid, HAE
&7 B e DR BB TR LGB 2 iR 2 ATV, AEZE T
JEHHWITLEFEILELY T 5, MiMEILEEIC X 2ERS R
AHNTWEA, OB REDTR SN FEHNL v,
e RE D IS MU IE ORISR 2 HEdE 7 5
A, TEFU ALV ERI8ITIRT.

2.1
it

BLIIE W ERT RN E L7-MEIRIED FARICE S
B MR, =— A% (2013 4F) TW>H 28 (el
P LB AE D Bl UL E  [pulmonary hypertension due
to left heart disease; PH-LHD]) Z40E S, i MUE e
DHEPTH oL b L VEMESINS. PH-LHD 13, ZDJK
HIZ&koT, SHICOEEDIGIAS, @ FEEDIIRA
4, @ FPIEE, @R/ BRMEOL AR /it %
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FHZED 4 DIl SN 57,
O~BIcEEN 5.

@i ENRT, £

2.2
&R

S F EF LM EBRIZX 5 T post-capillary 7 fiti &
MEFEAS 726 S b, FFIRER &S M EQ R & 2 %

=18 EDMEDEERICHSHEMIE (PH-LHD) D&aEIC
BodEEIEST VA UNID
#E | IEFUZ
3
HR ISR (V10
PH-LHD DRANEDARETHDHBE
D, DRBHBEHA RSA VRSV C
DAREBHEDARE
PH-LHD DRER &2 TWDEDIEDE
BD, ZTNZNDHA RSAVICEDN C
foRE
PH-LHD 8289 DIEIRB LU FTHRD b
EZE B E UfehmmEhsRE
FRUEZENEUEIRTIORT /— C
JU
FREEZENE UoRtEY 5 C

PO CERBICIE, AOAEZIZLOL L EZETMED
FAAEETTERE, MR L EARED £ 912
BENOMAPEESNCTLERLED LA X3 HER L)
»%. PH-LHD OFEMF B 11 177

ARG I AR RE O T 12350 {42 (HFEF)

FEEPGHBERE DO REF S 72044 (HFpEF) 12470 5
NDYD, WTFNOEELEEFRmTIL LA L, ZoRe
LCERBED L3 5. IR HAEE R /e B i e <,
FEEANDIMETABEED D % 72D FEEFHED EH 137 0»

2, RV ERBER LAY S, R LAEERER, Mk
A5 TSI % /v U CHBIAR R I mil S, B EhiRIE
(PAP) 2" EHT 5 .

C OB IR M T, IS X ) LA
TATUZPAP TN T2, Lo, ZOREFEMIZH
Teo TR A &, MBIIRO SUSTENGE S 2 0, Bl
FEDESTT 5. BREIIRD Y ) ¥ 790 S IEEH R 2 LS
HUAHE, BiEMEESSIETL, DA it e -
TLEH. ZoLH%IREEE, LT “out of proportion”,
D F D IEHIRED FA-TIEFHH T E I3 EDfiE T %
/2 LIRAEE ENTE72A, ik Tl “reactive” &9
FHAHAVSNTEY, BICHiEREO LMz ST 2
“passive” EIZXFISNB.

EREED FA% &3 A MMEERD Y B, NUEE G
45ClE, PAP O FAIHIAMEIIEIRIE 2 SO L 22w, 45
FEED LHLTBY, HOROMABREL K THEDILR

[ HFrEF J [ HFpEF j [E/U?’A#H%F* }[E'Uuwtﬂﬁ%%ﬁ% }[Elb}?ﬁ)\ﬁ%ﬁﬁ%** }[ FERATSRAS }

[ EERMELS ]

—

intod

L/

Hﬁiiﬂﬁﬁr 5

[ e
[

L/

Hﬁ@)ﬂﬁﬁrtﬂ } ( postcapillary PH ]
1
[%@%W%B&UU%?uyﬁ}
) 4
TS BMBIRED LR & [ . .
SRR E 5 < - combined pre- and postcapillary PH ]
CRIBAVRIE, A & [ PIEIEOIHR }

E11 EOEDERRCH S S IEED AT



AR, AEIRRARMEFROKTI - T 1
s EARFEEPMR TS 5720, EEEO LA EHESE
AT AR E NS Z T, MBIIRMGHEIE (=L
SRIIE + A FEAE TIRE SND) 13— LR L 2w,
B TH 5 Z L%\,

2.3
B¥

i MERED A TD - & % n0ld, Uods G
PRI 2 i IR B IMEE Th 5. WOROFRHZ
In&, FEOBEREAREERED 26 ~ 80% A3l M E % &
P B EME SN TVA Y pAEICBIT A7 — 41
T TIRRVDS, HUA T — TV T — & 1280 s
TIE 20 ~ 40% %% THo72. bYBEOLAEEHZ T
100 FAxRHZ A EHEESN, TDIFEAEDLEOAET
BHIEERERET DHE, MR MU 2 £ 5 A4
BEBE, Ul MBiRAEN S EiE (PAH) O EE %
A2 Lo MiEmEER REEmL w5
HFpEF |24 BB A6 L2 basED S 0T
1%, HFrEF &0 43% 12k L, HFpEF B& O 50% (23
SE BT EIAR DU E 35 mmHg MU Ol I E E A A S
ZQ) 336>‘

PH-LHD 2%UAED PREAER TH S Z L1, 1992
fED Abramson DHELIK, £ DOIFEIZ L > THL R
KTV 5 333439 Sl 04 < 1 HFEF % 54
EL72bDTHo72H, HFpEF IZB W T HHEEIZ, PH-
LHD ARV HO TR T £ 25 Z L3 HiE S Tn
Z,) 335>.

il 25 ML VO R R D B2 b R 52 B 728D P,
& LI L offimieiE (MM YRR 2 R LT i
MAEHEHTAT 6.0 Wood HATLLE) 1, (USRS HLEIG O RAL
Fie L 75T D,

2.4

JER & 7 B O R B EAROZ N O W Tideheh
DHARTA BB ENTWH, LIELIEEBENLD
7Y HFpEF T& 4. HFpEF O, F 3RS MET b
)7 BFRATF R (BNP) 25 AN EEDILL D DD,
FEEBHFEI RN T VD (50% LLE) &) ERRATR
MPOUEE L. ZO%DPDEOAEEFPOIELE B & b
SRL7z0b, Je RV OEE, (DIRFIEE, St onss,
B, Z LT PAH 7% EOHRE LB Z BRI L 729

R TR A NS — >, BidIRER /Y — >, B L OMEIE
Pl 87T, KREEE/IIARERM, BNP 21X N
K 7't BNP (NT-proBNP), Fi.0s7 7 — 7 VA T
L 72 ENIRELAE 72 &2 HILERIE R S OB M 2 e 3
BT ENPHIES TN D,

FE AL A S IS LT O FK1% PAH T, ZEARMIZ
A LRSS NG DS, & SRR LE ClE A =L
FAkRE D LIQ LR E S HFpEF 12 £ 9 post-
capillary DERHMb > TV LEENH D Z LI ET
ETH 5.

e R BIZAE D post-capillary 72l & ML SE O #51H
L LT, HOAT—TVREIZL T, MisiED S
%L (CF¥PAP >25 mmHg), 75 NIZHFBIRELAE
BEALTWAZE (>15 mmHg) ASFE S 15 LD
H%.

PH-LHD D3t A X, BiEFIRED EAIZR A - 7248
ED D (post-capillary pulmonary hypertension; pcPH)
THDHH, BRI IFIRED LA DA T
FEH L SN WIS IE 2 29 2 EF LT 50 2O
L9 ERNZ, MENRBMED) ETY ¥ 712X % pre-
capillary R ZHZ b llbo>Twhb EEZ LN b 720,
combined pre- and postcapillary PH (CpcPH) & X135
(LLHT® out-of-proportion 7 fifi & MUEAE & V2 9 FEFRICIZIE
249 %). pcPH & CpcPH % XI5 472012,
%71 v b4 7l & L T transpulmonary pressure gradient
(TPG : *F35 PAP — PIMENIRELAIL) ARSI TEZ:
7%, A TR (diastolic pressure gradient;
DPG, LiRIIMBINRE — FiBIIRELAL) 2% 7 mmHg PAF
EVIHEHELFHNENL, FEOELLE VL RENC
DWTULFEZE T o 72 BfFED DS, DPG & W 5139 745,
TPG 12K bR, L) PRAREMZRETE 5 e D
RIEEN T2 77, ESC/ERS Ol IUEREB N - (77
A 74> 2015 Tid, DPG L& HHT (PVR) & v
DPG < 7 mmHg %2/ 721X PVR = 3.0 Wood Hf7TH
13 isolated postcapillary PH (IpcPH), DPG = 7 mmHg
2/ F7213 PVR > 3.0 Wood Hifi THALIL CpcPH &9
HIEHEAEIRL T Y. RFA BT A V2B PH-
LHD OFZW7 VI XL %B 121277

NEEIIR S+ /%> % » A (pulmonary arterial capacitance;
PAC) 131 &E 2 MBIRIRIE TR L2 D TH %.
PH-LHD 125\ T, PAC MK L7HEF O FRIFART
HHIENMESNTEY Y, FRPIEEL LR
FTH LR D 5.

12 mmHg
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mPAP > 25 mmHg
no
PAWP > 15 mmHg

1

¥ ¥
DPG < 7 mmHg DPG = 7 mmHg
o Eal

PVR =< 3.0 Wood B{x PVR > 3.0 Wood Bz

3 1

IpcPH CpcPH

12 A VEECHSMBMEEDOSZER?ILIU X A
7¥) ESC/ERS DS MEREZH - JBEHA RS54 > 2015 Tl&,
DPGEPVRZAHL, DPGK7mmHg D/ F e F PVR=3.0
Wood Bl THINUK IpcPH EEELTWVSHH, TN TIE IpcPH &
CpcPH DA —I\—=Z v ITHEUTUEDS. AHA RSAVTIF
DPG = 7 mmHg & fz & PVR > 3.0 Wood & {ii T & 1 (& pre-
capillary FHEMEEDERA MO O>TVNDBDEERXT, DPG<
7 mmHg H*D PVR = 3.0 Wood B{IDFEDH %= lpcPH & UTe.

2.5

SLa
/8

25.1
[REREDaE

PH-LHD %#J21E$A7-20121%, FFHERER->TWDLAE
ORISR T 288 2B 2 T, IERIEZ T 5
Db LI EETHD. EEBREAEDRKREEZ S
NAEEIE, SVEOAERET A N A 2 E 2B
RERIETA KT A AL 72 IR 2 OIS
ENG. ZO%TY, BMEDUEEIZL > L ER%
DIFFIRE, B LOMIMEIRECTH L. LR HFEREA
BIZHED LA D LEEIE, FHRUEGEZHE L
TyIAT v B (ACE) HESE (RAME LW
WAWET v VT v v T2 BAGEREE [ARB]) % p
JEWEEE, 7R AT u UEEPEEAEIE NS, BIIICA
Th, INSOIEFTERE)TF) v 7 EHEITTENUL
ZORERE LTEZETMLEMET L, PAP DR T HHIFET
X5, IEEYHLETH LR (CRT) (2H
OMESEEE NS, HFpEF I2BWTIE, 9 - M2 B

L, EREFEZ T 572002, 213 0 FRIER N Ak
REDSHRIED, FHREOLOERUET LR, HoHVIE
TEEERE A UEET 5 2 LI L ) i UE % 42 1F 3 5 G5
PAE, WEZRB STV,

25.2

PH-LHD [C¥t9 il ME GBS

INFTIE, FUOAREBEBEENGRE L7724 OMiEIME
BRI O RERA T O T &2 s IERE & 2O
NEBEFEIRELZLDTIE WD, 72z iE7axy s
£ R CTHhDIRTORAT /) — V& 7z FIRST itk %,
I N 2 REEPEE (ERA) % F\v7- ENABLE i
B Tt IR D PRUE ISR TE S, A
T A TIRRERIE D> TWh, CpePH BEE G L7z
ERA OFfRHERE L TlE, R &5 558 0H
& & NYHA Hrem HoOE L2 — IR FRA M EL,
Y YTV Y OREEMEET A MELODY-1 238k 7 2
2015 FICHET LTWEAS, ZORRITFLEZRESN TR
Vv, B bER (NO) -T2 v ) VR
(cGMP) ¥ 7 F MLERIAEH T 2 H AN DWW T ORRIR
HERDITHON, VIVFF 7 4 Vi (BRI
J£ 40 mmHg Ll I1) % &6F5 % HFpEF & OIMATEIES
FOERIERRE 2 3 L s S, 2ok
DT Z YRR T > & 2GR Tl E R 2k R #
HoTW5EM¥ 3 =@ X2, PH-LHD BFHIZH1T 5l
BIMUEBMARE ¥ =7y M & LIZIRIBORIRIZOWTE, B
OPEEIES LTV RWIRILTH 5.

3

REBEDB KU / T3 REERIAE
IC KB MERE

B8

i BB L0/ F7HMREERIMAEC X A i A (55
3HE) TIE, RMEPAZEMENEE (COPD), MIEMEMiES
s & PO EBEE X 1) o fige s, Ml
FEMERE, NFAZPRE, B X OMRIRMIEREEE 2 ) HIT 5.
EOFFTINZ R LT b IR 70 il 155 L A O PRAT 21T AN 72
A5, BRIREYIZIZ COPD, HEZEMERM#RLMEAE (IPF), SAEA
PEAGHAAERE (CPFE) (¥ M M AE |2 8 3 % Heax b
%\,

COPD, IPF 7 & o MG Cld, ighiRE
B MUERE (PAH) O&PE 7 LA &S U ASFRAE 5
L7284 T 0L, TIHE I HIIEMEEDEE L,
TEBYHIR 2 vy, FAROE L B L 9 2 Blim I iE % 2




LTCWa7S, MHRZHRZE & I FRZE O R HSEEHIBE <
FHREBBLTEY, EH5BEDRERS L TWLH0D
BER TN EECTd 5. CPFE OIR A TEEAM - FiMsT
DYFNID B35, ML BEEM 22 G0 T2 EHT
13, COPD % IPF |2 S CHis MEAEA BRI APE L
TWLU MRS A, 65 3 BELAL Ol MUEAE & Rk,
DT I =R LA T — T OVIEERE, COPD X[ & 1At
JIBE S M MUTAE 22V L it PAH QS HIIZHTH 5.
L, WPz o th ) &5 1 BERiE e iE (PAH) &4
3HEMEMEAE (BB EAE D i M AE) O
7oo T, M IMEE & M g B O BU A B L LT
B litia |2 BV TRERHIi 21T ) LI D 5.

55 3 BRI AE BB 122\ C, Tout of proportion| &
WO FHEEIZS B L W e F L. COPD, IPF,
CPFE IZ B AMiEMEEDEFE LT, ‘19 Z2H5
CEERMEET S GEMICEL T, REERCERL, L
(I U CRisERIICBREM A 2 1T9). 219 13 ESC/ERS ©
i ML RE RS I - TIR A K94 > 2015 (CH#EHLL 7. &
FENT S MU O EFU L FINGBIRIT (mPAP) = 35 mmHg
Lo TVEY, SHROMEFRIISLTEL L HEH)
PEEZZ25N5". BRI OMFRARE SIS AT
ET Y ATTREN T2\,

EEMBIMEREICE, PAH &P MmE ) €71 > 7
HERINTODECOD L EMIEERE O GES)
PEREGIIRIZ D 2255 PRI RRE I O T £ 1) b FHifEER b
RED TS EZREL L TEZOND) b&ENL. FHIE
i MUEREIS B 2 FRARZ RIET 2 TTREED & 4 iR
JEfEE LC, OSREMEOR T, HHESNLLL DS
VERFIR N EE 2 52 LT %, QRBTHLEdE R @ Olifitkae
MAEOKTL LI T LT3, @EBREO BRI S
JEOZFE LK T2 5. BUE, MM 5E 3 BN e R
FVRBEH & 72 o T Wl IUE BESE O R % Mad
FTAMFRICKE LI, 9 EEMEIMTEEICERE ST
NEEENLY, BETEDOT TICHE L TXHEMREZA~D
AN EATINETH 5.

Fitie FRA SR ) BTSN AE O VR0, HERRIPRG 8 5550 2 1 ) il
FEIUEREDIGIE, 72 & OV AR ST B 20 5 Bl i
JFIREDEROWEIE G AL T EFT U AL NV ER 20 ~R
22 1R

®19 53 BMRMERES JUEEMSMEEDESR
1. FRIEEZRDLEL) COPD/IPF/CPFE (mPAP < 25 mmHg)

2. BEEMEEERS COPD/IPF/CPFE (mMPAPZ25mmHg; PH-
COPD, PH-IPF, PH-CPFE)

3. EEMSMEEZ+D COPD/IPF/CPFE (mPAP = 35 mmHg
Ffzld mPAP = 25 mmHg, Cl{&(E (< 2.5 /45 /mP); EfE
PH-COPD, Eft PH-IPF, &% PH-CPFE)

(Galie N, et al. 2016 " EBE|EX)

xR20 MERBICHSHESMEEDREICEHTSHEETE

FUALRI

25

BIRIMEL IR E 55 Torr LI F DS E IR
ALZHESERICH T DRPBREL

BAEAICH T D A

BRSNS DEVIEAE

mPAP = 35 mmHg D PAH 5% 8 % &
I DB IMEERICH T 2 imimEihiReE
by

B RS / 55 (R BRHEBRSRIMAE 72 £ D HEMF IR
REAERICH T DREBRFRA

mMPAP < 35 mmHg DRI S bis
MAEAER (XS 2 A MR E A

FREUEBE MR H S S IMELEC XY
ITBHUFVIT7 hOKRS

FRMERHRMEEIC S S METAEICH T
27 VIVEYIVDERS

x21 EBRFRESICHSMEMEEDGEICEY iR

EIEFVAUNI

HEEE IETVA

b IS5 (Za9]%

LR i o 9 R R I IRFE S AE A 23

9 CPAP &k lla
BERMERAEZIREACHTS | |

NPPV a5 a
ISEE(CNT B HEEE b C

CPAP/NPPV BN REEC, EpIRIMARR
E 55 Torr LI DS EWEAZZ D b C
ERIICH T DTETERRAEA

mPAP = 35 mmHg M PAH J& &% & i
I DI IMEERICK T D imimEihiRE llb C
=

55
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®R22 MEUEIRIEREEICH S MSMEEDSEICET S

HWRETESTVAUNIL
HELE IEFVR
Hes ISR 2]}
NPPV ja lla

CPAP/NPPV EEBENHET, BIRIMELSR
SE 55 Torr U TOSEMFRALEHS Ib C
EBIICH T DETHFREL

3.1
COPD

3.1.1
A&

COPD (2 9 Jii & Il )£ £ (COPD-PH) @ A& {213,
COPD D¥fll] & i SEDEFRIZ L > T2 5. Global
Initiative for Chronic Obstructive Lung Disease (GOLD)
DG TAT—Y IV O COPD B zxt e LzWf7eT
1, 'K 90% %° mPAP = 20 mmHg %73 LT\ /2. D
e/ ClE, LEREE D mPAP A 20~25 mmHg FEEE & i
FHIMUFEAE D FEHE 2 i 72 S W EE D D - & 4% {, mPAP
=35 mmHg (EEMSIMTELE) 22 350D1E3~5% T
Btz 3V COPD B2 BT 2 Ml M1 FZE O ik BEALRL
RIS M EOEAERE L BE L CB Y, EREFT
13 PAH (2 ML TV 5. COPD ## Tld, PEED
HEHTH mPAP S EHT 52 5% <, 2O mPAP O -
F2iE, RN (distensibility) & IS o FBGHE AE
7J (recruitment capability) D TFAFIRL T 5.

COPD-PH OEATEELE, HH IR THSH (GEMH 1 mmHg
FKiili o mPAP EH ) L L, COPD B# 2B bl
S IMEREFEIIE, A CTH > T COPD OFHILER
TO1oTHY, M MEEOEERE ORIE CH S mPAP
BLOBHMEIEPT (PVR) & AEFERIILEAHRIRIIRA R
515 93439 mPAP = 25 mmHg OMiE MUTHE % £ 3
% COPD H#H D 5 FEHEMFHIL 36% TH D, 1 I8 (FEV))
RHAZHIATHIREL D S, MIMATEERE D) A
FHEFELTIEETH S .

3.1.2
COPD [C3531F B HhiS MEREDZHR - FF{d

LI —HgEld, COPD 2303 2 i M e % FHE iy
BT 1B 75T, VSN EEBIETH

5. LaL, #ITL72COPDIZHBWTIE, Mio&asn
GBEZIER) 72012 LIZULIE T2 B85 T &, poor
study £ 225 2 EBHSN TS, IR EF 2 BT
BT 3= AR L AR MLEREZ R O 7 — % 24070
7—7) (RHC) M&T—4% LI+ 5L, BRI
32%, FEPERIHERIL 93% OIS H 570N HEE
COPD-PH (2B TIE, WMEF MY T A FRARTF R
(BNP) 7213 N K¥#i 7’10 BNP (NT-proBNP) O Ifi%#
EEDS ESS 273, AR COPD-PH ORI LK Y,

RHC MA@ M EZ O T— IV FAY ¥ ¥ — T
B, BUAEERZEICBWT, KIZBITS L) 2HE12
BT EHINLRETH 5.

O BB I T 7 RS2 & HI S LA 356
@ BRRIMIEAL / BB FERIROAEFTRE DS, IAFEE D

T2 TIEHHATE WA
@ A AZHpEEDOHEST (BRFEHTE [PO] OITF) FEA

BPEEEOHT LIIAR ENTH L SE
@ BB TR EE L W S 56
® IAREMEFG 2 AT o 7o R, FEREMT R M AE A S b

X545 EE  ERREE LY A M) —FEANOZND

EEINLYE
©® =R / PGS REA 2D 5E

RHC &EB)EMREROB N 12 L 25T, fHEL LT
BRI OBRTAETH L D%, MiEIMEE X 57
BY IO TR ETH 5000 TE L RE DD
2 359>.

Jifige BB\ T [in proportion (#10&-72) ] NiliEm
FESE &) FIRELE, IERSRIAE % £F O MR 2 RIS & B il
FEOMEEYEEDS, RSB IMAER IEOM LT R L,
ZIUCZE Y PVR ERE AL TS MEREDS R E S L)
FiRICED W2 D THAH. —J5, [out of proportion (A3
B30 A7) | OB IR AE & 0%, Bl oS 100 S ) T REFE 78,
IR R R X A I RO RE N HE Z 5N LD ET
HHILERLTBY, UTORHZFRELTWD, O
TRPEMEIR 2R B ) £ 7)) ¥ S OF | &4 L R BT,
B ) €7 & 7SR RERRE 55 L B OB 570 HEAT L
35, QB EERIC BT BIE IS, PR
BORMNEIRZ < MBRIC] BBL, SRR Eo
AL I L CHEITL Y A, L2 L=—2A&ETIE, O
R i D 80% L SRR L TIE Lo ChfiE M E DS
HELAHZE, BLU@mPAP = 25 mmHg 27" ED L)
%RRETYH [out of proportion| & A7k SN AT REMEDL D
B EDMRREN, ORI OHFEOMEHITEET 5
xEEns.



3.1.3
COPD IC 317 % Ehefins M EE

FIEMEMEREIC ST 2008, IRes R0 @M g
BEDH Y, EEOKINE ) €T ¥ 7V OHFENSEDNS
BB THD. COPD 2B 2 EJEMimEMEREI, FZEMER
SREEICLVICT L BRSSO ICKIRICE/L S 25
LB RBEEZ > TV DL ED3 Y L, National
Emphysema Treatment Trial (NETT) DX 5 & 7% - 72 fifi
SUEHEE 1,218 AD~ 1% % i 53,

2012 4E12 Chest FEIC ARSI N-MRIC L 5 &, COPD
H% T mPAP = 40 mmHg 2 /R EE T, EBREOTE
BRPRDIKT (RAEFIRIMEREGME S L Ot /R
FHBEEOMEEN L HIRT) 255D SNT05, MR
INFHEFF STz (BIIRIM LR 3E [PaCOy] 2%
ETF95). —%, MESmEERHOZ, v LIk
JE DRl MU AE % 783 COPD % (mPAP 2% 31 mmHg)
Tld, HREEIC L 2 EBHIRE GEBIRE O T i) DI
T, BRIN PaCO, O L5H) »ALTWE—4T, E&RT
MR STz Y ST AE S B O 2 COPD
BE L LT, mPAP = 40 mmHg O EJE PH-COPD /&
HTIE, FEVIEEMBETH Y, 655 ATH#E (6MWD)
1A% 7R LT\ /2. EJE PH-COPD BE BT D55
EIEFEREY SOICHIRL CTB Y, HEEITEL CHEY)
RIEREAT) LV BLEAS L, TICEETN&EEE
Y (-

ZNFE TO IPAH/HPAH % x5 & L721R%R / BRI BRI
BT, BEIE R LT [Hi/ Al E 73R
BVl | PRRESNTWDEY, BE~hSEZEOR%E
MR EEDD b BEHFI IR E TR TV LY o
NOHO L TRABEOWZE (IPAH E# 171 A, T4
Wit 45 5%, “F¥PVR 1,371 dyne - - ecm ™) Tld, F¥

FEV, i3 FlllfEio 83%, FEV./fifiti® (VC) i 76% T
HY), BRREFZD 22% 2B \TC, FEVI/VC 25 70% %
TH->TWE 20 k) R4 5213 C, PAHEEZ
AHRE L7 0 7 MEEBGERBR ORI LR L LT, RO
P CHiFRERR A D BUH A HIE ST\ %,

« ZfifisiE < FHMED 60 ~ 70%

* FEV, <F D 55 ~ 88%

« FEVY/ &J1fiilEE (FVC) <50 ~ 70%.

51, filigd (X 0bly COPD) 1E L ALNLHHE
THY, MigBEED PAH FEITLT LD 3 Bl
JEREDAGERIZT T, BENIZORIYH L. fliEEs
LM MEREY X2 L CWAEEL2E 1 (PAH) L
CUEEE 3 1 (Mg Bty ) B IMERE) (23 5127
D, EHOOOREEZR2B1IF EDTH | KD
BEDH LG I EMERR RN T A LED D 5.

3.1.4
COPD-PH [C39 2 RAEES=®EE (LTOT)

N MEFEDFERE & 72 BB OWTE, BT A R
FTA VR TRERITIRETH L. WHREERO A
RS54 2 DRhT, MiEBIZB A IMEREICELSE YT
TERE R RS TV A b DI RV (RIRFHEZ R ).
BRI S5 HE (Pa02) < 60 mmHg %773 COPD £#
2BV, KM FE#EE (long term oxygen therapy;
LTOT) & DA PaacesE L, MPIRBEAECIE 2 <
TEREOUED A FHRUGEICHE T2 LifEE S Tw
22 iR I O A R AR IR L CIIRET ST
Wb OO, ZiREEEFREME (Sp02) 89 ~ 93% O
COPD B# K9 % 24 BE O RHIRE D (1~ 6 4F),
F 7213 ERHKER R AE % 235 COPD B 12X %5
S / BEIREF O RIFR AL, B/ OO ABEE T
WM ZIER SR o7zl V) #ERDY, 2016 412 LOTT

x23 F1HMSMEE (PAH) &5 3 #MEMERE (FRBICH SMRMELE) DERIDHDREDEL

5818 (PAH) [CEATZE%E

5538 (AhREICH: S s mERE)
ICRs28%

FaFFREoRS R~ IE | B EE
%FEV: > 60% (COPD) AR %FEV; < 60% (COPD)
%EVC > 70% (IPF) %FVC < 70% (IPF)
S/ WEEREREVD, DoTHEE SREECT A+ vy | Hamsms / MEERESD
BEERTRE NORIE BT RE FO®IE
S NP
0:JULR S P 02 JULR T
CO/NO 1B R/ BT RN CO/NO, fE=  TF
ROBAIRIMBEREINE  TRIE SEABAIRIMEAREIFE  TRMEM £
SERS PaCO, WA ETe IR S4{EBS PaCO, +52

(Seeger W, et al. 2013% &)
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Research Group 7 5 i 5 & 4172 Y. % PaO, < 60
mmHg O ARL% 2L Cw»5b COPD-PH & % DAL T
1%, EHRERREEO BRI Z LI FEAVRIB SIS,

3.1.5

COPD EEICH T 2 MBI aBEEDIRS

(fEnESEEOBYZEFE / URAIHKEER)

HATHRERE DAL 2 E U B 2 k70, SRR %
COPD #3595 2 L IZREETH 57, AT 1R
% ) A F#HZ, COPD-PH O H ASSHitkie % AL &
H5HZ %<, mPAP BLUPVR # KT X4 5%, £
BEPR S ER T DR RAZIE STV e 2 BRI i
%R COPD BEIIHT AR F v FKGI12OWT, /b
BT v 7 2MuT 7 R RIS T, Rer sy v
HECH ASCHBEREDEALATREO H I, KRR, &
e, AEOE (QOL) DULEEEAME W &) KA
BONTVE . LaL, Blo/NBBEREGRR RS 513,
COPD-PH BHIZR > & v a5 LG58, EEiERED
WL A s Y, ks LT, COPD-PH
BT 510 M)y kipidE (ERA) OffififT
BE s L OEBI A REN O RZ W CEM T 57— 51
LI ONPBIRTH 5.

COPD-PH EEZMNRE L2V VT T 7 4 VOFHHFS.
T, MATEREOUED A HN72— T, HASHEOEAL
PEBO LN BID - 723 Wi & i E SE S B 0 7
COPD BEIZINVTF 740V E 1 5 G Lz 25,
6MWD B X O REREEIE (VO OZALIZAS T,
Pa0, 3 & UF QOL DEAL A A S L7273 iy ne)
T—=2arHOBEERRELTIVTF 74 IVERS L
727 MET T e WA R ILEREBE L, BAEMEIIE
FEABED 72y COPD B2 B1F A E B 25 AE D i 13 A
SNGho72 7 L, 1oL S v 5 2 LT 5
AR RILEREBRICB VT, BEEMSMEESFOD S
COPD BHIZV VT 7 4 Ve i S- L7, Bk
JE (PAP) KT, BXU 6MWD SO Easd bk
DDA ZD X )2, EE COPD-PH HETOD
VIVFEF T A NVORRIZONT, FE—EORMRIIESN
TWiv, F72, EEMEIMEES PO %\ COPD B#
X552 VT 7 4 VOEINGFEGRIZOWTOZE T
Y AFZ L,

101 A @ 3 5 K i % COPD-PH A EHE % M & L 72
ASPIRE L ¥ A2 ) — Tld, mPAP = 40 mmHg O i fi
COPD-PH % 42 A&, mPAP < 40 mmHg D #EIE ~
S8 COPD-PH % L D& 1T > T\ 4. HiE COPD-
PH BE 03 2 Ml MR, R TIRERRD
WEE LD S o l2ds, HHHZIC WHO H% B4 48

(functional class) 25CZ3%, 72\ L ik PVR %% 20% L A
TLZER (LARY Y —) TiE, FELARY =1L
THEAROYEIESN T Lo X9 il Cihk
RIESNDL DML, SHROMFEHRETH 5.

3.1.6

COPD-PH I3 %iaBEDH#iE

TR U B 8 L OVMB PR ZE M / st B
HVATT B MUE G REE O G T % BT A EEE O
W= F EELOIL, E—DOTFEREEZONLERT
7 MU O ERmAS RO SN WD, Tz, 2D L)
iR ER T, FEEHRERC X IR R O BT X
NA720, PZENEB ZOIRENE I TR 50
B D, WRIZET ISR AE D il i B 1
DWW, Mli5E / SER VAT BB 9 2 b e Ay, O
fifi BBy B iR, ERIRAT R CTWRIC L2 TV A,
BLOBEIMEEREIEEICEDONTR 24 DL I25HHL
FNFIUHEE SN DR IT) .

1 9, MidmmEEs L CRRIICZ Y% 8% (Mitkhg
A CEEEDZEN: / R AR E SR 5N, CT
WEZHCH S D08 /R ESALN ) &
WETAH ZOLH)RBEY, EEZH%T 5 PAH
(56 | BERTSIESE) &8z JE R & 3 4 il s U
(5 3RS MELE) OE S SIZ5HHT 50 0B W,
WEEZRTH A 5. L2 T, INHDEEITOWVWTIE
BB L 729 2T, AR HE B e L7z
FEIRREE CT WA MATENRERTAM, ASBFITIR R AL,
DREE AT R EORHRELTE_TLHETH
5.

2. IPF % T %FVC < 70%, % 7213 COPD & # T
%FEV: < 60% DPAZEN: / I AR E % 78O, 25
=mPAP <35mmHg # 7L TV 28, T0D%L
V2, RPER R B MU E O AU OB R H D
HEN T, IS0 BHEHITT 2 M EE#HEED
HRME AT 2T =7 3o Tuwewn,. IRH0M
HOEEEREOHIBRIE, TEBREEETIZR <, BOHITHE
SEEBEDREE|IZ LD D TH B 720, TSI EEE
FEOMPAIZOWTIEEEMD RS, 72, IMELESE
DL E 5T, LT COPD BE TIEH Ak
fRlclEEr - e EZONL. MiMERENRED
EATIZ 58 A AT T REVER, I ROV M REDNE
RS — 7y MR AR RET 5O TIE RS

B ClE, S0 s % 24 C 72 Moot R AR SR
IFAThItTnZny,

3. WIS 0 PZEVE /P AR AR 2 A L, B PH-



®24 BURRBICHSHRMEEDDIEIAE - EIEEH

ERimRE mPAP < 25 mmHg

COPD (%FEV: = 60%)
IPF (%FVC = 70%)

JFffEMmESE

25 = mPAP < 35 mmHg mPAP = 35 mmHg

F1EMSMEIE (PAH) &5

MRS MDA 3 B EMEEDER]

RiEE

CT CTHiRZ / [UBRE 72 53

HIEL/ BE PAH JAREIFITDIFNC L7258

PAH AEEZXFRIT DT —5 (& | fisMERECAEMFERRDOmIT

COPD (%FEV: <60%)

REFEL [CHEE UTe =R T
PH-COPD & PH-COPD

A MR PH-IPF & PH-IPF
PH-CPFE EfiE PH-CPFE

IPF (%FVC < 70%)
CPFE (CT CEMRZE /&

EMREZRDSD) PAH AT &

FRARCTHD, ERIRET T
Dfcsd, FhSMETE S IEHR
BOMWITICHEE U ERERSIC
fE

PAH G ZXF T DT —F &
REFEL

SV MEEBFBRDEZND

(Seeger W, etal. 2013 & 1))

COPD % & fi PH-IPF, JiE PH-CPFE (mPAP = 35

mmHg) ZE2 LTV EFHOTRIIARTHY,

HOBE T 7 O720120E, i MEES L 08Pz

BHEMGHEANOMADPLETH L. ZO L) RBEHEIC

B L MATENEDHNT 225, LT D2 HATRIEENS.

O OHAREDIEF LV ERWEZ RS, BXU/ $/201

TEB) AT BRI S ORI R ORI AT T WIREEDS,

AR VO, IR & GAFBERERIRIC BT 52 8. @0

BAM O RDIMATEREELOBL LR ERNTH L L.

TREZRIRY, ZOBOBRELTWNRE LT v 7 ALK
KRR ZITH) ZENET L. T2, COXIREED
ERICEE LT, S ERREEOBHEE 2, A
Behe (Pa0,, PaCO,) DE=F )7L EHIC, SHOT
Yy AT, BimE L YA ) —iZEAOS b
EBL TV ZEPEZETHL. TAHIZOWTE, E
b EEEZEMEDGEROS ORI L %), BLUsE (F
WERFRIREESA COMIMBEL, AP 512 X 2 0=
BINC k5, RAFIRMREGMED BA) OW5HdH 5
EEZBNA.

4. WK O / AR EREEE 1IN S 06
BRSO NDLBFIZONTIE, IHNFT, HlidmEiRdE
OB P G riiosd s L THERIN Lo 7.
L2 LGS, BEEETOTY) v P& L TORER N THiO
R %, 20X RBEOFERHGRIEXTEEZD
N2 B RNTEE N TR OF A RO 5N 7%
AT, MM GERIEOEHIE D LR H 5. #K
HABAZEN: / Mg B B X O I SE 2 BE3s L, AL
W ge F 73R N TR OY R— 2 LB E LWL BE
R E LT, MM EREEAEEEES & O QOL @

i, WRREILE CORMOIERR, AP Om EIZ
HERTE 2089 7%, BALE TOMMOIRREHERHFS-T
EHPEI D ENTDCTIREST 7200, FIHEAROFE
VAR OV (W

3.2
BB RS

3.2.1
e e

VR RS B I XA 2R RE - RIS &, T MR
PBA P S M AE 2B 5 A WG EF T — 2132 L
vy 7272 L IPF ClE, ZWEE o s ML E A R IE 5 ~
15% 373 Ffi [PF Tl 30 ~ 60% FLEE & i ST wn
B g R T — T VAR B AT L 72 HAR AR
SEVER G SSE BN BT A IS IUERE A BFERIL, 9 3%
L OHEDDH B P

FRIZOWT, MisMEEDEPHE, IPF % &t M2
fiREDFHRARRNT-THLH I EDNERNNOIHEN SR E
TG W30 R OHES OWEIZL 5L, HAA
(2B B FEREMT & MU 20 9 VMM SRR 0 3 R4
HFERIL, 35.7% EIRMETH 7270, EEOL I AP —
WFgE T4, COPD-PHESIL V), R #E A BRI S
JEFEBIDIZ D S FHRARB TH o722 EpvRansz Y,

VLo X5z, R EII & EE OE 2 F 14
HERTTHY, & ARSI & BRSO
EHHIOTFRHRIIARTH S Z L2 STHICENT, BIHFICDH
12HZENEETHL.
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322
A&

G A BRI MEAE DGR & L C, (KERRIME
VA B A, SRR Ak ) MEDIR - B O
JEHE - PAZE (BIMEROEA), MEREDY 7)) ¥ 7k
EAZEF N5V Nz T, IPF A 00 LT AE O
BEIC IR AE S LT 5 L OHiEDH D 2, i
RED PR A IMAEILRFEOMHOM TEE LML &V 2
5.

3.2.3

2R

\

I ORE LR, RHC BAIC L% mPAP = 25 mmHg
TR IMUTEAE & WS s, BMEREIRE LTiE, MRz
DPAEIC & o TRYINIRRRIMEL S L 2 26055
VL RO A TIEFAREE 2 EIR B L N2 0L R ATz
BaIlE, MSEEOGHEZET 2 ETHL. FE
Rk S LC, 1 BNP B X OV NT-proBNP, fiififlk
B % OISR A B L OV o — k7 &0 H
Tdb. 72720, VE MM A BRI ML AE C O
I—REDBWREII C Y, IR A R S E B 75
B L L HbETHRAMICHEMT 22 LNEETH 2.
RHC #eAtid, fili i U AE OO R T2 75 W R0 8 1F 72 {698 5 U
EDTZOIHHEZEZONDLGEICEET 5.

3.2.4
SR E & B S H S MEE

R P R T 7 ML A A 151 D 4 20% 3T FE
PAP FR%Z X723 L &% iEE BT X OVAHTE
THEH I T2, FAENN& I E O M8 & LT,
COPD-PH & [F# 2 mPAP = 35 mmHg & % \* i3 mPAP
= 25 mmHg B £ OUAR% (cardiac index; CI) < 2.5 L/
imE AV SIS Y (FR19). BB ERTRE LT,
FEIR & R RERE O TERE, W e ARERSRIE, A - BIIR
MEEFRTEEE (A-aDO2) OFK, EENHAFEDMK T 2
T HN APV 7 T R A A O S i
JEAETIL, PAH & OFERINEETH S Z &8 ESC/ERS D
TS MUEAEFZWE - WA A 94~ 2015 122 S T
%239 EIEBIOBM B L OTEE, & M I G
OFGATONTUE, Bl - Bl MU AE O 125 A 4%
BREE T ik TR - MifT9 5 2 EANER IS,

3.25

A

AR PR B A DR R L IR R IME 2 & 72 L T
HIEGITIE, BEFRHRELEET 5. FHELZ EOfH UASEE
WIS LT, @H, BIECLHE, FREOHHZEET
5. FEA ORBEMERBEEIIG L2 AT O A NRERREN
g, PR RO RA SN L7%, &0 A iE
FEIHT T BRRRL ML THa e T — 2132w, N
FHGR IR T, OB TEITIEOR &1, iif2
T ARET 5.

3.2.6

fRMESREDMR - B2

A 9 A T v L 5 0 2R 9 2 i v L Y
DORFNTFEH SN T v, EIRIED 2 R0 T T 1R
SRS _EERRERT, Ker sy )Ty 7T M
DWTIEHRIED RV, B D5 VITHEFRNL WV E OGN
IRENT=Z e, BV BA BN S M AE LR 5
Jiti 25 MLFE T 3 D I — AR B IS I3 3R S e 239
DUTE, VR A DR e MU 38 & O Mt i
VxS MU RSO it - el E2EET 59 2
CEELRBEHEEHET 5.

a. HEMMEESHMSNEEZNRE USRI

[E —E5RHEER
i. REvyy - B A ORI IUEE O 60 A3t
516 BEORY Y ¥ ¥, HERER, WHO g4
BLUPVR #HHEICYE L %>/ (BPHIT Study) *”
ii. UADIT I - FESETE R 98 5 BRI 5 U B ok
THVA LT T FOREB X RS MEAMEE SN2, FE
EHTHCBLUEELRAFERRDL L, 2016 £
ik Sz (NCT02138825) (RISE-IIP).

b. BIZAR

i. IRARIIRAFS—E 5 (PDES) PEESE : HEMikES
BERGTS IUERE D 101 A (5 & R VLN 2 & OF i v M i
X 19 N) oA SBIEIIFEOFHMNTICC, PDES
AT NP O T RIEIHEGHI LD b BIFTHY,
B ENOMT T, MMM SE, BRI ERE M
%%, CPFE CHIFIFG-BIOFHARIF7Z o072 (MRS
VPR i I fE O £ it ik AL T & L 2 A M) —HFge

JRPHS) *”.
c. IPFERREULVEZMERFIRE TS ERAWB_ET

i. YIWFFT 40 HIEIPF @ 180 AHB T, 12 HH D
YNVTF T A NGB AR E S o7z



(STEP-IPF)**®. 72751, ZOWRTIEIVTF 741D
BUNB LY QOL IZx T A8 S, S5130T
D—Fr RO T L B &, BEIBKR/IERDSH
BREEBIZ BT Y IVTF 7 1 VIEETH 2 HE & QOL %tk
3
ii. REYyY PFDOIS8 AIZBWT, Ry HOKREY
HHLEB 7 RE A OE S ¥4 5 7 (BUILD-D*. 2=
D%, LW EEBI (616 N) THMEES 7225, RIkD),
Re & P52 L5 IPF OEALD 5\ I3IE T O ENHIEhH
R b7 (BUILD-3) 7.
ii. 7ZYIUEYHY IPFD 492 NiZBWT, 77 )+
2 B EREORBOENI T TR L NS OV —
K 1.74, P=0.01), 2013 4F (2 & B iE ik & L 72
(ARTEMIS-IPF) *2' . Jii & L 4 0 4 BN A 72 0 7 i
M CTHRBIZFETHo72. INSORREZIT T, s
MEAEAPE IPFIEBNZ A7 > 702y & L ORI &E
HEEMHE (ARTEMIS-PH [NCT008792291) & Hi1ki2
Eo7z.
iv. YYFVIY I IPFDO 18 ANIZBWT, ¥ T7 V72D
B G LB RE (FVCO) 2 A BICE S o7
(MUSIC 2XBx) 47,
INLDOFEIFVTNS IPF 25 L2 DT, e
LA V2R3 2 il e U VG 8 O R SR R0 2 4 1 & T A
FEL72b 0TIk AR, 72720, WIERRED R IZIIE
MEEF S EENTVEEHERSINL T Ehs, HEENM
P ER T BRI 5 ISR L2 5ek L Bl s I TR SR % - % 1R
TS EITREEHRENZ D,

327
SkDHEE

BURERTClL, VR A DR U E (2B S 2 2 %h
WA TR T 5 H— ORI 2\, 7277 LB U AR 7
&, ORI TILIRER IR SUSTEDS 22 OFREL & H e
LU ReMEASH V), ESC/ERS DAliE MUESEZ W - iR T A
FZ 422015 T, 5 3 FEE MU AE O 72 2> T B E Ml S
MEFEORELRG 2T 7y b PAH 72 /5 147) T
1, IO RIBER IR EANOEL LR L/2H) 2T
BTGB MEBEEOMH G ZE T LB Tnw
52 A% PAP LR AIEREOMIIR, Rl & RERIC
LB RREEOMGES VL ETH 5.

—77, HARANTIE, BEOMEMEETH-> T IPF I
EHFT IS THRARE OMENH L L s 04 [PF
B BT % BERNE M EORARA 2 220, BLORENT
BIEFINDOIERNADF D, SHOMERETH 5.
F72, BivEIMERE & BEAS e 5 BIE IPF SEFI 2 AR & L

AR _EERART, L7 P~V LTS
TANOEMZEG OB EEEDPRIEINTEDY
(NCT02951429), #HLWHEOEEE L THEEMNER
SN5.

3.3

HREEARMEDRESEZSZH# S
fthDEERE

HUMTLERBEL T o bHEELRDIECPFE TH 4.
CPFE I, CT T LA/ INSEd LMl AUE & M e
B O % RO LB EREEL LT, 2005 4EI2 Cottin &
DRI L7220, R 2 RRAT R E L, O BIZEN: - 3
R EDS L ERE TH D &, @ MiLEEE O
KTFAFHTH L 2L, OKBREIMIEDREEATRNZ &,
@ i M 2 SIS AT A2 Y 2 Ehd 5.
CPFE ZfREMHELL T2 [ L AERORAEEL
) ZofhofiE] &, FFRA 2 MaFELIRE, 53 B
i s ML S D FERET R R D — D & L CREME TV 5.

3.3.1
&7, mik

Cottin 5DHE T, CPFE O7Z%&HC, HEZEMBIIRIHE
T > 45 mmHg OEFIOE G, BWET 47%, &
BT E2EODL L 55% LEFETH DI LAHESIN TV
%30 =%, bHEOBEENZETIE, CPFE EFOR 17%
IS L RE DA BEAS A S N2 PRI LT,
Cottin 5OHFIZL S L, PVR = 485 dyne - #-cm™ Dfifi
FELEAE AP CPFE Bl EAF IR YLElE 6.6 » HThH-
7299 HAENIBVTH, CPFE A BEI & I 5 0 F 4
(T A DR BN PR D B A £ ) AR TH 72,
7272, CPFE OZWIHEMEIIMZ L TBL Y, HEIZL-
THREBREEELSTSITTHL0, R - Tk
T = Z DRI S 725> CIIFESLETH L. IHEIZON
THRIAR DL\, IPF RFRFAE A PR S L SE & [H]
BRI IRNE DAL Z R THED D ) 0, R GR
FOGHE, FPHEEZ 59 Z CEERMALENZ S,

3.3.2

CPFE O3 FRL BRI FD W TRRATIICAT
9. BRI O 22 TOIE CT AT fLiZ & (ICEHTH
HZ e, MR Z CT HEZE 13 12RT.

7272L, AV ADBRL NI ARSI EIL R
CPFE O Wi FRLOBRIFEB A BIZE L, LR - fifk
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13 SEESHERRIEAE (CPFE) AEFIDYER CT EifR

DI TITHON TV LONBIRTH L. =B, MiEEE
&P CPFE O, (IH DN BICA&PET 2 0is T
JELFMRZ, FH0Ta—MtEs & Ol IERED T fe:
FEEL72) 2T, AL T—T VBRI L DEE SRS,
3.3.3

SLa
/A

BIFRE A, CPFE Gt I (2 50k L CHAREZ 051 %
b725§iaHIE . COPD R E AR EDOBHAREIHEL
T, BRI LE, IR FIRFERS, BBy, HE
HF DL E217).

3.3.4
RMESHEEDNR - B2t

CPFE & ff il & ML A8 L2 RT3 2 i & IR V6 9 3 o0 A
BERTTET Y A3, —HI#RIEH#EES N
W2 72720, PAH BEICBUST BIERIDN A Z & ZIRIE
AHEAINEIEIIER SIS, bAETIE, CPFE &4
FIMEREIZ BT, PDES [HE I S50 Tl SIS0
L) FERDBBEIFCTH o7 E OB S OHEDH 5 .

—75, WO 2 O BIEZE T, CPFE & PFlisi
JFEAE 50t 9 2 fifi & MU G R O R IEFRO STz
VTS i3z, AETIESH 7S CPFE AP
MUEAEGN RS 2 M MG RO R - Zaethr it L
7RIS AR & B 40T

335
SERORE, R&E

RO, REMAEB L OBHREEDOHT TH 5.
Cottin 5 D#EFE L7 CPFE ORAVEEZ, Hlodsr%
DOEREEL I LDL) 2 TIIEHTHY), ZOWMAED
HNCEERSEZ R L L, WA - B
e T L DI &S ARFZEORIAT, B L OFEM 9%
REDOT 2 BIR 32 WO B2 5 1%, o0 SR 72 itk s
TOODBIRTH B, 5, CPFE &) 4%k - AT
55 3 BERGESILEAE D X 5 7 2 FR AR & I BGE - T
FHEhEDLITER L T L&) BT 5 FEEHm - 7
WRE SN L VEDN D 5.

%EI

3.4
iR AEIREF (AHS)

3.4.1
&7 - FRE

BEF AR 5UEERE (alveolar hypoventilation syndrome;
AHS) 1, PEs - Bosh - #0fE - ARICEE AR, Bl
HEREMATOHL P L EENROONLVIZL 20D 5
F, HAIBRIA (B 0 R b 3R E & (RS
IMHE) % 2T 2WETH LY. FEELTIE RO
2 RHTRET R Z R S 2 LT RO T E D — G- L
TWLEHEESNED, FEMIIAHTH L, A LIED
53 (R25) TII7x /94T ALBDHLY. 727
AT AL, PER, JEFEVE AHS EE 2 S5 TWREIT,
PHOX2 SEIETEROMG I EN T 24 batE
D AHS BERIE, 7o /94T ADARTA4 N, Z2I
T/ AT BLEDDEHS5000 ALFEZ LD, AHS
2B ARSI OSEE XD R v EEZ BN LD,
SROIEBNBIF BT F o727 =7 0%, FEBEOL
BEEEE XA S Tl Ze v,

34.2
g - Tk

MRS L A m Wb RIE, ERIESB D
BIRRETH Y, & ZIRIRANIC 2 ORREEAEAL S 5. Bl
RIAUC X B IRER RV S8 4 & 1) £ 7)) & 7 O
L Ui IEAE L2 EE25N505, #6420 =
ZLIARHTH D, — I EIEIEOB A0 AHS O F %
BARBEHEE SN TVEA Y, —HT, BEYRERE 2T
TUVBEAIIEIAFTRREME STV, £72, i



PRI IS MUTRE D 2 THESS 5 &, AHS $7- 130
AR e 2 2 ) il s e B O F14£1%, COPD R f
EPEI 4570 & VAR IR MUTELC K HRTRIFChH 72 17,
343

E2HR (K 25, X 26)

BRI A ASHTICT, 1ZD OB TP TE RV E
OB EOE bR (PaCO, > 45 Torr) %72
O, ZWEREIZEAEIEREET200% AHS &2
U 712 54T (AF7EB) ZHERAY VAT T
74 —THHIT 5.

344

S
’

AHS 120§ 2 HUE R 7%, WHERED Db S,
iR DRIED 72012, FIFHRERE FHEE (non-

& 25 MHEUEIREIRBIEZEA A RS 1V IC K DBHRSE

invasive positive pressure ventilation; NPPV) 25541
L. BREEG CIL £k FE L (home oxygen therapy;
HOT) "HWHNLZLbHDH, HRMEEIHEL ST
Wi, F 7z, BRSO FRE L RSN T
B AT OUGEE AR TH o 72 L OIREBIHGE b
BB QLIS bAETHEBREREB L
NPPV 7SR OBERIF L 72 5.

35
AFEARIBTE
25

i BB e L, FTE / PAZE MR B E AT E D EK &
2o C, RIS R MG BRI, 57 (RN R 3 % 1
VEBHTH 5. FNRE - HFRICB LTI, i & PIZEM
DIREFEEZ ) MOMEEIZHEL 2.

A. fEIR 2.
3. BHEBMHETICH SFER

1. NEREAPHEREREDEZDERRES, TNICEDHFPDER
BOA20ORIE (ZBEFEVUIEHBIERORUIN, 250FEERLE)

1. EIRIMEAADIICT, 1BIEOBEDS—RILRFRME (PaCO: > 45 Torr) =339
TI/ 94T A WEERAICEDICERT / ERRMEZET S

B. BR&EMR JI/5947 B REERDICEDICEFRZE2T D
2. BIIRINE AR - PaO: = 60 Torr DIEUFIRALZEY 255 (d HOT DHRAZERE
3. DI /9A4T7A BODHEFRRIEREE (RUVY L/ IS T4—) [CTITD
LITDEEZERIT D.
1. FIDEREMGRSE - COPD, 1SRIUEMATN, KESINRIEFE
COPD (FEAZEMHRSREE (FEV:/FVC < 70%) CEZWicNDEETHD.
COPD CREERAICHEITIE, EBEKZEITDIEBREBEIND. BE~PFAE COPD (%FEV: =Z50%) T
PaCO: > 50 Torr DIBEIF, FMERSUERBDAHEEZRETD. ZWICIE, FIREEEREDNETHD.
2. EERFEHRIFIMEIREE (SAS)
C. #&RIz2 IR E CHEMNIMEIERIES (AHD = 5 (FIERMRES 2T S, AHl 2 5 CREEROBMEMEZHD

BE, HDVFEROERICHDDST AHI = 15 DIFE, SAS DBMTEED.

SAS THREEF;IC PaC02 >52.5 Torr (BEE 2L L) Z2T2HE(S, RERIERBOGHZEZERTD.
ZHICIE, ERRES JOREROSIRIMEAADITDLECHS.

MRS | EEAEERE

FHIE E(C KD MFIRARINH P IFIREFHRENSE S N, D DOMBREREEEDRENEESND. BIEREZHD
KUMRFHARICKD, FIRPIRORRICEHET MR ROBENREDEESND.

D. EGEFHIRE

. PHOX2B EnFDER

I/ 94T AICPHOX2B DEEDRESNCVBDN, & ICHALITIIREDEREIFRIETE.
1/ 54T B &

<gHohHFIU—>

BD

REFHD

e Definite : ADS B 2IREE+ BD 1 &iafc L, C DER|ITRNESHRBZRNTETH DN, BOIICTTIT/FATA BHEASHD
e Probable : ADSH5 1IEEH+ BD 1 ZiEcL, CDERITNEEEZMRANTETHDN, BOIICTITT/FATARIEBHHE

e Possible : BD 1 Ziafc U, C DERIITNESHREBZRANTETH DD, T/ 54T AR BHHER#SED (RUVL /TS
T4 —KREITDHE.)

(FB5E—ER. 201540 ZBE(/ER)
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W MR R A R T A >

xR 26 MIRERSERBEZEAA RS(VICHIIDEEESHE

BEER BHIRINE A 2 o1 AR
SEE
- -
SUNOEE PaCO: Pa0: CPAP/NPPV/HOT
mMRC
1 =1 > 45 Torr ks
BH T
Ny
2 A S50 Torr CPAP/NPPV AN E
3 = B: >52.5Torr <70 Torr CPAP/NPPV/HOT A in E
4 A, B: >55Torr
=< 60 Torr NPPV/HOT 8 BnE
5 =3 A. B: >60 Torr

BRER BIRIMARDHT,
BICOWCIRIEDDIEE CHIET 2.

PaCO: MIEE®M A, B (& Phenotype A, B Z/R9.

DV, EREHONRETD.

BERRDINCOEEZECTH o OV EEEZER, BHOEEEICKCNDIA
HOT [CELCIFaEE, REZSH THEI NISHILEIFHIE.

5B, FEROEED LEOBEENFEEC—ELULICEEUEVETH DD, SREERZM#RRT D ENUELFE(C

0 BULWLEEZ LRI REIND'SS.

B, BYUMNODEHICIIBIERDEDGD.

<BYINZ:H#Ed EE MRC (mMRC) £%IL—R>

1 HEFEZERECEH L, HDHVFEPHE LDIRZES KICRYNNDS.
2 BUNNHaDT, AFROALDEHTHEFBEZSDHEL, $52WVIFTHEFEZBDDX—ATHENTN

3 FHIHEZH]) 100 m, HDWVEEDE L ERYINDIEHICIIEIEFTS.
4 BUINDOELKDBSHENEL), HDVEKRIRDEZA ZT 2 (ICHORVNNDS.

(3B5—BB. 20154 EBE(TER)

3.5.1
B2, FR

HARIZ B 2 Bl B 02 8 fE O IEAE S22 7 — & 137
B, EEEmETHEL T WL BEEEDO L TIE, 70
FEITHAP LT 5.

Bl R (2 BT AT M RE D& B, AL
ESIIRE T BT BB, & 5\ T H AR < BRI
Mt IR R ME % PF ) EBI TRV E E 2 51 s, s
JEREDFEERE R & Ui, Wi ORI PE ) Ml E R o
W) T v, AR MEIZRE ) Ml I i & e
N5,

35.2

EDL

ik B e L, RIS X O BRI (R A X - T
S5, MiSMEERECORE L E 303 — R r £l
L, HEEZHIE RHC MEDHERE L > TITH. COPD JE
Ble bl d %, PaO, fEA S mPAP EZHEET A2 L1
HitCh s, BEERIEL X772 TVl T, PAPD L
AEBOLEDL W (B14) 4.

35.3
Fi&, BERHE

iR B O FERMER I35 2213 > T
v B OBEZ, WAL LT OAREOEAI
Lo TAMEIC L) PRAR L 45, RIRFIMIE - &k
i AMAEDREEE DAL L & B 12, FimAEAE ORLEE b
b3 2LFHEINL, BEEEOHZBIIIG LA T—T VR
BHEELENS, BRI A G EDED S & HFEEHEE S
HIEHTED.

354

S
4

HEBEOFIRF L LT, HOT B L O LI REDZ T
BND. REIFRIER LRI EONEHIGRIZ L 5,
RIEIREEOUE N L CHIGERBIREDSE 3 S T Re LS
5.

355
AERR

HOT 1%, Kkt R Bilis T AE B3 @ mPAP




y=—0.29x+39.1
n=286
r=0.69

FEREARE (mmHg)

30 40 50 60 70 80 90 100
Pa0, (Torr)

FhiEi%EAE
50 ¢ :
i y=—032x+44.2
. ! n=71
0 F oo o o | =047
S |
I I
£ !
£ 30| '
i
=
Ezof
Q
ol
10 f
O 3 |
40 50 60 70 80 %0 100

Pa0, (Torr)

14 COPD & KUHEZEEREIC BT D mPAP & PaO. & D1HES

(FR3E—BRfth. 2005"° £ v)

T &2 Y. AR N TGRS FEE O R o7
frens.

3.5.6
SkEORE, RE

ik E BB BL, AR E DI 5. kiR
BRI IR LT, L e 7y A5
CLIIHIfETE T, M EIRREAEIGIC R 5 2 L3
WETEND. FBLOFEREMFILE DS % W RER R Y
M52 Db oL BEETH 2.

3.6
ERARIFIREES

3.6.1
&7 - R

R - [ 25 (sleep-disordered breathing; SDB) % @
20% Hi e s MEAE 2 &0 L, & IZHEE DR MR
FIMAED B 5 5 1A PEIE D= Y. FAED SDB
& & LB (body mass index; BMI = 30 kg/m?) &4
EORGLEEAL, BRCE - BIbENELET 5D
D % FEG IR AERERE (obesity hypoventilation syndrome;
OHS) & X5 bAEO OHS BEHE 1L 5,000 AR &g
&N 5", OHS Tld SDB %19 7%, SDBEFID %4> T
I OHS DEBREA 72\ 20 OHS 12 BT 2 i 5 I

EPHEEIL 58 ~ 88% & SN THY, SDB &KIZ 5T

Jp |z 21422

3.6.2
Wk - Fik

SDB (2 8F 2 #H 0] 7D B O — i K BE 35 [MJE > OHS
Tld, EERFRIMIEC X A Mo iisiR ) €7 > 7
ISR ITEVIBTEAEE SN L. — I,
SDB (249 Bli g MUFAELZ 351 5 PAP _E 50 #2138k <
mPAP (3 25 ~ 30 mmHg #2£12 & &% 5% OHS TH
FIAREE &) 5 5 3 575, mPAP A% 50 mmHg Hif% & W
IREIHLRE, SETEITHH. ELAEITIR
SDB 2SEHE CABEL, SDB & COPD & DAL IS
TWwh 720, SDB EE CEE DM S MELE % 780 5854
(&, ARG RICHE D IS MU AE R, COPD 12fE ) il
MEFED AP S SUEICE S LEEDSH 5. OHS IO A6 T
#i3, FREOEZ AT 59 OHS FlIZ bRTART
BB —F MigEB L0 £ R R Rk i
FEIMESE R E O IR — MIFZETIE, SDB % 7213l fafEi
KAPEMTEMEIES O 3 AL 90% TH Y, 1IHD
i BB L0/ F 7 IRER TR I (A 5 il & U AE O 72 7
TlEd oL b FHREIFTHo72 2,

3.6.3

2HR

SDBDOAZ ) == 7L LT, BIE/NIVALTFI A%
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S MEERIR A A F T 14 >~

KGRI L TT T4 =DHEND. —EHOEER]
T, BRIV VLI 7574 =128 > THMB LR
EADSREZEDS, £ O¥A1L, ABETIT ) BEIRA Y v L4
V7574 =2 Lo TBMDHEES A Y. EEE (Y4
DY E R B A &R AEWIFEIEIC L %2 OHS Ok
# MY Tix, O @O (BMI = 30 kg/m?), @ Hip
OEBEOMEIR, @ BMEoBE _mbiENE (PaCO, = 45
Torr), BXU@ SDB OFESEEATEELLE, DT RTEI
723 Ha L LT\ b. OHS BTl Lok L % COPD
DEBEORERD 72012 00T T — g 2 ML AR BE M 2 A3 T
bivs, I BNP R L, RS T ERMIc R s 2 &1
EETHLEDND .

3.6.4

L
=

fEAET D & A SDB E# %> OHS EH O I3 RGN

RIGIRE e HAHEVEDS B 4%, EBIZIZHEECH L2 LD
L. SHERETIEH HA, SDBIZHT L TH - & bRIRM
IR LV 2 D DS FELAER I (continuous positive
airway pressure; CPAP) Td 4. ¥t AR ® CPAP i
TPAP MR T L7222 &5, AEBIDT v 5 2L BB
2 ECHEBOBEDPHRENT VS P29 CPAP iG#A
W95 LRGN E IR 2 & OIVEHOEIRIC L 2305
WA SN, PAP OTRGEULROUELR EDFRD 5
TWBD P8 s EED SO A% THT, SDB
DiEHE LTINS OHNEHGEED TN S Z LT AR
WL ho>TBY, CPAP OERAEEE, 7o) L
TOERPUBELE R DGEICOAERTRETHL. T2
RIIMFRDE, CPAP {BIRDZ T AN &7 &
WHE &N DD LHL0OD, HMTILSDBIZHT 5
WRIIATTHY, PAP T AE5E LS DT,
Fob PR S COPD OAPEAR/ESN, SDBICHT 5
B2 GO S I IMEAED R s 2 854121, M
JERELZ XT3 2 FE SR O MR SN B 25, ThH 0%
PiGRICB L C, 24 F T2 SDB IR ) Bl s U i B
R E LGN TN TR nwZ &2 +IEET 5
VoSS 4. OHS FEFITYH, %MD SDB % CPAP TG
T 5 EDRERYGED B AHH, OHS 12335 3 # HHO
NPPV (2L 5> TPAP HME T L7z WA Hiisnid 5 Y 2 &
2725, CPAP FCTO KM OKIBZ A S A Thitid,
NPPV & HW ISR MR T 5 2 LB EETH 5.

4.
€ ML 14Eh S M A
(CTEPH)

=8

P e FE AR VIl v U iE  (chronic thromboembolic
pulmonary hypertension; CTEPH) %, SVEMERED F
NLBEIHETH L. ANEE%MREROIDIZFRAE L7210
gL, MEIROKACIZELEE T L7oAR, Ml
BRI LA L OMESMEELZET 5 Lo T,
CTEPH (il EhIR 2> & 2 BALIAR &S24 © ZAUIR
BT H Y, YIEHGTEED R GE & 72 % 830
JHE AR & 135872 > T 5. FATOMBIS & 7% 5 20 W AEH]
AL T, DERIIATIMAEIREE I X 2 NG DT H
WCE72DS, AR, DOSEE OIS NV — BT ENIRTE A
(balloon pulmonary angioplasty; BPA) 25{Thit 5 X912
=Y, SEEHTER LS BRI 2 25T T w» B,
CTEPH O{GHEIZ BT HEIEE R 27 1R T

& 27 CTEPH OBEICRET DHBETIET VAN

HESE IETVR
¥
HR TR UL
PEA NBILE o ld PEA (CHKTF - B
UTe CTEPH [CRT2UZFYI7
CTEPH [C09 D UEIRSA C
XA CTEPH (O3 T D iBIRAREERE c
1E7AS PEA
PEA TRy@ED CTEPH [C343 % BPA C
IRBSSRINAE #5882 CTEPH (LT 5 B lla C
REEA
KIEE CTEPH (LW 9 2 BRI RERE lla ©
1EET PEA
PEA MBS E o ld PEA (T 7 - B
UTe CTEPH (ST 2 U Z ¥ I 7 RIS Ib
DRmMEhsREE
BOA2ZEEH U CTEPH (LT 2 F! b C
PREE - SRIDEE
CTEPH (T892 ikl Ib C




4.1
&% - A

a. BF

BEIGTER BAR BORIT 7338 [WAN 42 B9 % B A
722 ] IS AR EE AL L, 20154EERICBITS
CTEPH |2 & 2 ¥R (REHE) S Bt ORTReE
¥uIeET 2,829 ATHL (FIH :p.93 DEEL2 L[H).
b. HE

HARIZBIT S, SM6IE X OB & T ilimAs 2214 E
(PTE) OFAMEEL, Wk H_RTAWEEZ NG,
B A 2 SRS 2 FERE L L7 © b, 25k
FILREOR 1710 £ &b, KETIE, 2% PTE O4FRH
FEAERAT50 ~ 60 T A LHEE SN, SO EFHOR
0.1 ~0.5% 25 CTEPH ~EAT9 5L EZHNTE L
LZDk, BMEBID3.8% 2@ L L2 OHELDHD
21 PTE 1Cl, CTEPH ~ORATOW Bl % # (2 &0
B EDEETH 5.

F e ML EAE DB & | CEE 2 DI IME FZEDIRE T,
% DIEBITIE 40% LI E ORI % B 575, %
FLEIMEIPT (PVR) OMHBIIZ L Eld w2 v, e
SAERCRTENRN T OIAE DHEREA G- L T2 ITREME D &
AN, &612, OPAH THALNS L) i L )L o
EPEBIIR O MASTEFAZE, @ Mte % FBD R WERRL OB L
72 IR PE D B IEBIIROIMAERRZ, @ ikl &> TPHZEL
7oL & 0 AL B A RELBIRR L OW &% 18 itk
BIROIMENRZ 7 £, small vessel disease DFS-ARIZE S
NTwa, 72, bAETIZ CTEPH 3L PEIZE L,
FIR AR E DOBEFEAMER - & M HIMERPLE (HLA) -B*5201
% HLA-DPB1*0202 & B3 2D A L5 2 & D3R
BENTWD, NSO HLA (ARG M 2815 & 1341
B9, KR TIEE DO THEIMR WS T D720, DS
FECIIMCK & 125 7 2 FER T % b DREFIOFFTED TR &
NTn5,

4.2
fER - BRERFRR

FELEIRB LOBIRFT R E LT, Q51RO BN,
@ BMEBNZ 2D N B EEIRAEIR (229K O IF0% R <> g 7,
FpiiZe &) B, DAz e b 1 EZRD LTS,
@ T OREMBE DRI (deep vein thrombosis; DVT)
5O LEARER (VEOMEIES X0 »Lancd
D THPLERD SN TS, @ FEFS T Tt

FHOWERE NS, © WEREERS COMNfiE MELE 2 7~k %
LT ROREE (L EMBIIRE S OILEL L) BT o
5.

4.3

CTEPH DM &

CTEPH DFZ WL, G077 — 7 VIRAZ & A i
JEREDFAEZWT & & D12, PH % & 72§ Do g ok
NEWPLETH 5. EEAY Ol MRS 57 7
O—J-& CTEPH O EM T B 15 12"

CTEPH D2kt s L Ol & L CORBEIEEIC
DWTIE, AL RIA 0o [IV. B4 @ (e
&L COMEMERE, &R 2. B ke ZER M =5 T
(CTEPH) (JB7EHEH 88)] (p.93) 2SN L.

CTEPH OiGET NV TY A L% B 16 12775 . MEEZHT
DFzOIZIE, TR M OPUEEFEE 21T > THLED A
SNV L OFEAN LIS, MESKHRD, M
Fhi & RIS T D 726012, Ptk 5
PUBE R LD EE S OB A L Pre R v o 2Vl i 28
MIERF % EO%AIE, TAFIR AVC) 7140y —0
BEZWET 5. 0B 0 T, EBREMERH LA
T AL BT 4. M RZITT S EEOH
HE, FE— IR AR 2 T L AR O EDFEZR B X
B PiREET 528, BIRRIMEO NG 2 & 1E
LCMEILZSGEL, BUONLEOHBERFYET LS
ETHDH. HIEDLDETIE, WERHGIEE I 5 LR %
), SRR, B X O BPA HVRING L 2 575, BiRE
HTLERO 2 HEERL D HEE ThbbRIGHEAE
HENTWBHIGHEIE, YRR ITENIR ARG (PEA)
DHRTH B P, WMEPRRECOVTIE, HAHEED
MATEREDLFIZE SN b DD | EFELoU T
SIUL . WEREEN R I TN TWARWL o0,
RERD & 2 sk T BPA I, BRI LAl 5 1l
TEREDYEN A SN TS P L L4725, BPA
Lo THERILOUFEZHLZ LIIESHTIE RV, Lz
HoC, WA PEA OBIGERE L, BB R WIGE T
721X PEA RIS MEREANEYE 3 554612, BPA OIS
ERREST D 2 DM E VR D, BPA DG &7 B
B ER R A WA T L, EE R RE T 5 &
I THIUINFRARZ WG T 5.
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W MR R A R T A >

FaEB X $R CHEFICEE AL, el
X #RPR RO MRS REARE (< Eb U C i M FERE DV BR
iL (BIBRIAR A 2 5347
it s - MR A+ v >~
FaEB&E Rz MDCT
Fud b <1 b £ by

7"a

e

EE T Bk mFRAE BRICEEEZRDHHW BRICEEERHSMHERE
Mg EBRHT D EHREEU DM RE migr L, REEE
1 A2l EHZE
¥ !

FEhBRIER = IMERE (PAH)

gt mieEEe RS MERE (CTEPH)

B RPEE R R B (< S i i EE

Z Dt DM E R E
®15 BEFHAOMSNEECHT 7 70—F & CTEPH OhIEf

4.4
I 7Y

& FHA 2 M4 (2009 48) 7 LISk, CTEPH OIS
SEH L7z, CTEPH \IAK, MlishIR MM & i+ E (PAH)
DX IHEIRZ Db DIZIFEEH D S 5D Tld7e <, FeiEE
BLLTODVT, @&ERERE ) » IR,
TOaTFA Y CRTUTA Y SORIERE) BEEL, Hfilc
FAS L Clieseteie % & 723 2 & ChighiRpgEL 20, B
FELMEBDL L A oNCHimEE 245 X912
% 5B TH L, CTEPH OMEIIRFZE DL 1%, REE
ARZ> S8 D R LA TL D IMAEAS, BZEBAR2> O ili X 3s5iAk,
ISR IR % FZE & &, 2O Tl R 0 E1 L
MR 272D THDH. ORI, THIBIIRA &6 L
THEX SR L XV F THIRIEED R Z > TW A IG4E ()
R &, BOIZKIER 5 NERIES G E > T b8
A CGRRRD 120055, BEEEIS T AR
D, AT E KAETIAEHET A28 bH D, FNTEHD
A, ESICKRMOBIRICOAMBEE RO SN,
IRIGIZHEFETE PAH & O 8 BI AR EE L 722 2 FEBI DS D 5.
PEA |2 & o THath SN2 PZESBA O MBIk Tlg, Mtk

BOBILE L ORI B 2 BB G R 5 2 )
(B17A ~ D). FEFAZELOMEIRTS, MisMEIC X2
TRWZEALE LT, CEAMNRIEENHOND Z E0d
%, YRR L7 IR eI BRI IR & 722 0, LIXLILEE
TEliie % X723 PAZERREIROBRIN MRt 2 2 700 5 2 &
D, HiEIROHES S, KEKOADHEDY; &3,
FATIZ L AR L 72 .

4.5
SERSE

CTEPH O/EHGERIE, 1960 ERIZH S S
THEY, bPETI 1986 FEOHESIZ & 2 IHEIMERT
OBBWENEIZ L DOV RN TH 5. —F, BHED
CTEPH IZ2/}§ % PEA I, 1970 4RI A ) 74 V=T K
FH 74 T8 (UCSD) IZBW TS, RIME
Ik (ECC) B IUBEMAIRIEEEIE (DHCA) %W T
T B R A A - R IR & [ R L BR 95 S O ThH
2 MU b At TIE 1990 ERIC A o THRRE A &
M) RIS % 2 FC CTEPH (253 2 ME— O RRA T
BFEETH L. HARMWEIF P20 FRIEICL L L, F
M 4AE 50 ARiTE T, 2014 4EFEICIE 61 NICHETT &



[:UPHGEE@%:
sREEE (1, O
mEms (la, O

| TmEsE | @mwr~orn

EhSd ¢ B L

[%ﬁmmﬁmﬁm(no}

.

| BEnEREE

| BEnEREE

)

mEHERE (, B) ]

EER)

[ FiE (Ib, ) ]

16 CTEPHDAE7ZIVIUXL (RIS, TETVAUNI)

17 FRICKbiEHENIc CTEPH B&E DFHENRAAR
A EFEIIRODA < [CIFABOMIEHTELTVS.

B : fH S N/ RHEMEIRIFEFEL TV,

C : MEEIRLANILTIE, BIEMIRIC R DNRIEEERDD.

D : REORIERERL NIV T, ERRDBRBEDERD 5ND.
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TS MEERR A A KT 14 >~

N, ABEFETEHIL 9.8% Ll SNT W B ™Y 1B
IR 2R E, & ICHRHIIGR ARG SN B ERI DT &
AEDIEMTEREZ > TBY, ARIE T CTEPH 233
% PEA IZBI$ A FAlrdie, firsX, B8 L ORHREICOWTER
W,

451

FhENARPIARERRIT (PEA)

a. PEA D&

i EREE

(D UCSD 12 X B¢k PEA st

FERR LT — s, Wi ss CT Medr, At - I
DrFTI AN, MEkEE (PAG) BIOHL
HT =T WMGEET> TRET 5.

« 3% 34 fili &) Ik £ (mPAP) = 30 mmHg, PVR = 300
dyne- # -cm™

* NYHA/WHO H¥8E5-46 = 111 £

o TBIIRIRZ ORI ASTIEHIICEE L ) 80012 H 5 2
&

« EELAIHE (PHEERR) 2hne

@ ESC |2 X 25470 PEA #IGH%E (2015 4) Y

DT osehndEsensad v, puEn & & 12 PEA Ot

R 2R EN TN S,

« NYHA/WHO #%FE40 5 = T EEIC N 2, T1EE D @s &
35

o XIGEIIR L SV OKIIHZE ThH o T, SEHIZH)E
THETHIUDBEIG & T 5

* i, PVR EESCHZEREREA 2L, PEA O@IGIRIFE
Llde s

ii. EIRREZEDRBE (FRR)

CTEPH (ZTERESIZ, LLF D 2 DI ENS.

®18 FifflcKkbiEHE NI CTEPH BE&EDIHENRAIR
A XA CTEPH BEDIMENRMIER, B : JREE CTEPH BREDHEIRAIR

o AT BBIARAES 2 5 BZE - XIBIARI A & 7D %
(E18A)
o KBS KIBEIIR & D D KIED, /NEIIROIFZE DS TART
»% (B18B)
E51Z, UCSD IZLLFoE B, PEA BEARIZHED {FEM
RO ERBL TS
o T AU FAGEIIRCIEM BRI HT e 2 320 5 b D
o I F: BVEALIMAR O MICE D 53, KIsBIIR O AL
WCATRILIE, #RAE AL Z 520 5 b D
o IR 2RI DA M2 B D 59, i fr f X ISk
VZBRR L C IR E oA LA R & 7260 5 b D
o IV R WIRK 72 AR ZERIFAE D2\, X0 R OFME)
NROIFLE % 5RO D H D
[- I ARSI RE2Y L, PEA O X\ #s & 2 525,
I - IV B RAETIT, ZORRY TIE 7 1952 448 449.450)
UCSD DFEFID 8 FILL LA TH S 1 H] 37.4%, TTH
49.0%, T8 12.0%, IV & 1.6%) ©? 0L xtiErc, Has
[£¢> CTEPH (£ PTE OREEAIE - & D9, HFiKRED
L7 CRWIRLEDN S\ 720, PEA IR A2 2
CORMIREIHTHPEAICE L TIE, wiEIZ%->T
UCSD THMFETENTHBD, 1999 ~ 2001 4E|1Z PEA % Jifi
TL 721,500 A9 Big#l o 1,000 A, T AN 13.1%
THo7zDlxt L, ZNLIED 500 ATid 21.4% F THY
IML722 b S THEEDOEALZ RO L o722 b,
FMEIAND PEA 25 LT\ 5 P2,
EHIHRGE, B RFMSE (LAVGHE) 2RSS

7280 ZHRFEROE b5, FREDR

2L 5T, PEA OREEEOBIENLSH L 725D TH 5.
s LUV 0 @ CTEPH W& % 7B 7\

o LAV DO FRTEIRA S IREDHFIET %
(LRWVIC: Ml EMiB IR M EEHES, C




complete D)

o LAYVIL: 3EEIR (EFERIEDOFRY) 2 HIREDAFAE
5

o LAYV s RIRENIR A & A DHETET 5

o LAV IV HKIRENRIREDAAET S

iii. MSMERE, BIREEE ZoOft
FHRECTOEMEF L LT, »2TIEPVR = 1,100

dyne - £ -em™, mPAP = 50 mmHg 75T 5417243 #2453
T Cld mPAP, PVR & 12 PEA O k#eo bR &

LCEDONHE WY, F72 G A»olmkL

BEYEE) LT LTV 575, PEA 2 X U Jilies LE AE A3

TIUSHINL, BEEB LT 5 9Y. ZOfE, ZRHF

OBADIIE L TERFMHAEDYEES 5 5P 72,

HEMAERE £ 13 PEA ORISR OERIZIE 25 %0 Y.

G TILOHREEAME T L, MHRARREDILT, 1300 ff

FREREOMD S EHS, Hikld PEA OFRHBECO

fEETF D12 %209 55057 L Lads, RiED

xS A PEA ORGSR 2 B LIZ A ST, KR

ML OER 4 (ESC) / BRINIFIE 28244 (ERS) O fiiv& I

JESEFZBWT - {GHETA K542 2015 T, BEiE I35
PEA S ENTWA Y. FRAMBE Y, ARs*Y, (2

DDLU B BTG % 12817 5 PEA ©

AL D IR B Ch 5.

b. PEA DOFiliFH;

i. flRTE

o PLBEREED: : BHRNCT N T 7 b A%) v OFE
JERT RN e pV o

cIVC 74 0V% —: DETEN—F v & ENTWT29S, FAE
@O DVT OGPV, Fall3fEH L 2w,

o fTETEEYGHE . EAERT S IMEAEFICS LT, oAy
A7) (PGL) OFHG s Y R Y 12k
Y S ML AE OFEFI % X 5 .

ii. FFE:

FEBI IR A B ORIME I EE T 5.
 JHILICRIS T 2720, ¥ TN —RAY - ZEF2—7
AW CREEERT 5.

o HULEHIRT A ~ & Swan-Ganz /17— T IV ETEAT 5.

iii. PEA FifiFH >+

o 3 i b YIE TICHEET 5.

« ECC RN - B H : ~o3) U504, BT RENIR%
I, EAEHR (SVC) - IVC I T ECC % #33 5. &
FH L IIEERY B IOMEIRN Y b2 if AR, &
NESH - SRR 18°C ~NEHWHIT 5. WHilx WAHGHIY
5.

s HEYIB LB R R R I ILEIAE DS AU LS 5

B, ZRFFOMRDIERT 5.

« 1510l PEA : FIBEROWEDN D > LD EEE 2D, 0

HHEFRIBIZ D225, B - SGE IO K & 7

5. SVC & FATREIRO B\ 72ICBABIZE & 2, il

BIROATE 2 MEYIR 5 5. MRS H AU B X,

FIEERE A RO 5. FATREIIR % BT L O PR & 1

AT 5. 18°C TDHCA & L T, Jamieson # T % H

WX - i X ENIR 12 PEA 2479, 15 5O

DHCA & 10 504 SR i 2 4 0 &3 IEika

THEICHEATIHT S,

M8 PEA @ /2 PA % i EhIRE & 0 O BERNE 0 £ CHE)

B9 %. HMIFEREC PEA 2179, iR FGL, A

Bk —HIZHIET 5.

ENNTFART - ABOCIETFA %2 23 2 A I EAE I AP I hET T

T 5.

ECC B : Bl 25 B 3~ % Bl M<K+ (PEEP)

10 cmH.O 2 [HAA L, Mo FEmREE 2P . HiRfE T

RIZECC 2> S IEEICHENL T 5.

Z DA+ B 2 i P S ILEAE R S R O35 A IR R

HLAiHBY (PCPS) / ARYMETI N THG (ECMO) % %6745

$5. B TRERA ANV — 80 ¥ S (IABP) %

WATIUL, FABTLOMEFRE D v BECIMATEIRED UGS 5

5.

iv. flirp - fiiREE

o PEBREH : A UOEBEDIR T 20 A 12 R8s v -
F7% 32T 575, BHIZ01~05y 2500/
VI AT V& FLIRIE = 80 mmHg % H %8125
Y2, IR 2 L5 /m? FIRO 2 L%V, JRE
PR SN CWIUE T Ch 5. EFERITEIMERECRT L
TiE, —BLEHE NO) WA THIET S

o MWL AE B ICU A 1%, £ HIZ$EH T 12 PEEP 10
cmH,O O N TIMREH L35, ZoRIZHREIFIR % X
D, BiOEHEREZES ECC X DHCA D8 % L i<
& AT IMEEOTEED A H A, I 24 FEH
DIPNHREE DS RE L 72 5.

o PUEEERRE: : MTREE 1M H X 0 R~/ OFRE T
WEBBL, V7 7)) ORIHRG~BITT 5.
MBI N F— 3 v ICU BT — R T4
ICEER Z o, 2 HMBEO )N Y F— a3 v E 7o
THhHRBREEE 25D, BRFFED OITRERICHE L2 5.

c. PEA DRii&E

i. FPHARKIR

BN EHE O R T4 - BMTIIE B om b, BERoE

iz £12 ko C, PEA ORfFIEA ELTWwb, UCSD T

1, EITO 500 ADIETEHRIZ2.2% L EDLOTHRIFTH
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DY ERRL YA N —HFERIIAOREFICB VT D 5%
TR 404 AR VRF A& OIS (2014 4E) TH
9.8% Tdh -7 FHPEC-OMEMKET & LT, iroid,
FHE ECC & PVR Bl Y, i © mPAP > 50 mmHg
X PVR > 1,100 dyne - 7 -em ™ “? | @i, AL, NYHA/
WHO #%8E5540, WL %18 Bk 0%k, st oKER
FIIE ¥4 R ERETONTWE. b ELPHIE, &
(=60 7%), 2000 4ELIFTOTA “Y, PVR = 1,052 dyne -
om0 LR O/BBET-E ShTnb, 7
M MAEAE (PVR = 400 dyne - #5 -em ™) %3160 ~
337% OB b, ZOfERIKNTE, ik, AR,
7, EREIN TR WSS S WS, FEWER Y
THholz.
i. EFERE

HIRAAEERIL, UCSD O 1,410 ATl 5 45 82%, 10 4
75% Y 3E[E Papworth i E @ 229 A Tld 3 4F 94%, 5
4£.92.5%, 10 4F 88.3% %7, ENTIE, ELIEBRIRIZE
Y F =0 130 NT54E952%, 74E93.3%, TIHKED
77 NT 5 4F 84%, 10 45 82% Y 72 &, BT 7 Bii 2515
LT 5, BRI DGR T, i 5% e
hE, B L O NYHA/WHO HEEE 438 11/1V E T -
7o, 25612, 2.5~ 4.6% DG T CTEPH OFHFED LD
l:)ﬂ./c‘/)za) 463,467)‘

4.5.2
fifstE

b 1 DN BB LCHl - LIRSS 5. 7272,
PEA O [RERHE & i d 5 &, fili - OBl AE O s R Rl
3%5-oTBY, Tz, GIEIHIHIR K — AR EOMED S,
iR DB ER SN T3, CTEPH BEZEDH b, T
REZMYIZ R T C PEA X° BPA 2SR GER, H 51
PEA RNIIFIR T FHEBI O35 L 7 b, & 2hAE
TIIWIE N F = LTBY, il - OO B S IXR
ENTH5D.

4.6
FEWaBEBRREE

4.6
R M EHhAREE

CTEPH (3 2+ B b 2s Y B9 |2 I B R M3t 2 5 T S
LB THY, MIMAEIIRIRIC X > THRZE GrE it
HAEAET BEBAL) DI A AN E S5 LT L,
F72, 4 OREGITEELIMAR D 534 R AR E 2N 87 5 2

EMD, BEIMAEIEREOR5-12 X o TR IO A i
RS, BFEEHEXCLZELH D, MiMETLE
313, NYHA/WHO #RE5 4 11 BELL BT, FAiA#EIL D
(non-operable) CTEPH %* PEA V) A 7 @ & \» CTEPH,
PEA #OFAT B X O F S MM MUEE L6 L CRBA S
LEEZOLND.

WF2IE, CTEPH IZAF L C Ca Fipusse, mAymEEE, 7
YUK T Uy yERREF (ACE) FHESEZ & o iy 2 i
BYREED A O NTELD, RS0 ERTIE
Ty AZE o7 RSN o7z CTEPH & PAH X, A3k
BB L ERSNCTEDS, 4, CTEPH OJFEEICR
L C, MiEhAR o small vessel disease ¥ 7= 1 microvascular
disease TH ), —#f PAH L EH T 5 &) LA RIE X
MUE L7 %Y. 2k, CTEPH DFSEBILIZBWT, &
1% PTE 132 DUt i@ X3, —H ORI TIERA LD
B & o TEREALIMR DSAAE S B DAL Tl 1)
EBTF) YTHPAL, MEOMZENHEST L TRME CTEPH
WCELLTEE2THD (ZOMPE LT, CTEPH 121
PAH & PO KAYMERE PGS L0038 5 2 L &k
RTWEY) ZD7-%, small vessel disease DEF % b
 CTEPH (2xF L Cld, PAH |2 U 72l MUE SLaR SR
B CTh D REMD B 5.

CTEPH 2% L THRERKREZ & DM EILIRIE LR S <
FAEL o lzhs, WEHET 7 = VRS 7 T — Bl
(AT T ) B, BRRERE X0, HHARATHOT
BEBRARRZ 21 72 (hAETIE, 2014 48 1 HIZ T4
TBHEANE G SATAVEHTRIFR IR FRAT - B35S L 721t e
FERVER R ML AE | % 5E & L CRRBRKRED S H T
V2 %). CHEST-1 2B ©% 13, 261 A @ T4 A 5
CTEPH (PEA ROFEAFMISMERED &) 2R E L7
7T TR T V&7 ALILEGRER T, 16 B OB g
WS, FEEHMEEHE CH S 6 S MAATHEELS) 42 7T b
HT39mEAEIIHIML, PVR 3 246 dyne: £ - cm”
HEIZWE L VAT 77 METIZZDIINIZ, N K
TS M) AFIRARTF K (NT-proBNP) i R,
NYHA/WHO #fg55048, BLOIHE L FEICUEEL
7. F72, CHEST-1 DA =7V SN VIEERBETH 5
CHEST-2 38 7V Tl3, 237 AOEEFNC) AL 77 s
BLGEn, 1EMOREBIEHERIC, 6 75 BT
SHIZEIML 72 1 FOR T TOEFHRIZ 9% Th -7z
PR LY, HAE, CTEPH (X 2 A& LREE D
E—ERIT) AT T T N THB.

ZOIENIC, TRTTRT ) — )L WL NG a2
k 473>' 4 a7a Ak 474), ML TR AT =)L 475>' v
FFTANT BIOKRE Yy T ofERER D S



nNTBY, YIVFF T4 NMIZOWTIRIFERRER 75+
ARAF IO R, MATEIRER 6 AT I, M
PEF DT LFRARTF R (BNP) 7% EDVEEIEL 7
EHEEENTWA, L L, TS DAL 15
BILIEE-> T W, MIe/MER L %%, JI7E, PGL
SHRT TR N OBRRERR, W CiE~vy Ty ro
BB (MERIT-1 857 SH#ETHTH Y, RIS,

F 72, BEIEOTFAT#IS CTEPH (243 % PEA T Hi DOF
EELELTC MmEIRELHEEG L, FMl#ELm LS
BERARBITOINT VLD, TR HRIET Y Ad R

L 462,478)

4.6.2
MiEAEERE

CTEPH O#+EALIIAR 6§ 5 MARE R E O A 3%
RTIZET Y RE v, Lo L, fEEdIciRasSus| e
fb L 7% 4, 187 PTE ® 2 1% PTE & #f (acute on
chronic PTE) &\Wbh N 2JFELXE X LLENRH L. DY
A =7 EOBERER DT~ — 7 — D EEOY A2
TR RELE TS SN AW REED D 0, RIS
& T acute on chronic PTE OG0 2 SN ALEIC
13, MEERELE R A TOINWEEZ NS,

4.6.3
MERERE

KGO W A O CTEPH OF %1%, MATBYEEEIE LA
BWIIEARRTHY, BHEFTD, File & bICmirEhhE
DEAT BEGDH D EVNREENTHET. ZoE
HE LT, 2% PTE QWM T I3 AEETRIEOBES LT
FETERVA, in situ TOMBIEEET OBG-HE 2 5
Twh. L7275 7TC, CTEPH Tid PEA ¥ BPA 2 & DA
VE =Ry 3 VIRIROFE-OEI» D ST, ki
HPUEEREERD: (TN T 7)) DBRETHL. TIVT )
YO¥GElE, BMEPTEIZHE L CT7 1 b v & REH RS
HE#ELL (PT-INR) 1.5~ 2.5 & 7%5 X)ICHEBE SN 5GE
BEDS, P EBREO AL R TIHRE 2 7 0 Ak
BonTwiv, F72, CTEPH I 2 NIRRT
PrEEESE (DOAC) OFMER &R RTTE TV A
&, BIERSCIIFEL W,

4.6.4

BORZICHT DAE

o UAElE, CTEPH OFBEELFHEHERTFTHAS. 1
IRRRNFEA, e, MUIRGEA, FRREREMEZ: &5
B2 OASEGNCT LTE, 2o, 0 EHLOHIRR,

FUPREE, FECIEGHE R S X B — I OAEIGIEDTH
N5 &b, BEFISHLTEANT I I Y OFHEIRIX
GYWEERD.

465
[ n

MRFIREAATH) T & C, BRFEWIRREDN] 112 & % HEAE
RO IR, ARBRF VN S SR ORI & % —E#l
P COMBIIRITEOR T AFRFTE S, USRI ET VA
FBELN TV WD, FRUECGERR OIS, DoSE
T, BiEIMEAESNI S A FEEE SRR (home oxygen
therapy; HOT) OB H2# 51 CTHY), CTEPH b %
DR GHEEEND.

4.7
NIv—"EEhiRAZ LT (BPA)

BPA I, /Nb— 2B F—F )V E TR OBEA2 R B
BN T AI6H ThH S, BPA DRAID 7 — A
) =X 2001 2R SN, FOF TSRS
720 UL, AR X TR Rt O MRS E S A
IZBAET 59 2, IGRKEIIIEMEICB1T 5 PEA OF
W - et ERIA DO TR ol 0728, Bk
I2BWT BPA 13, CTEPH |Z%Hd 2 iAMOEINE & L CHE
MEINTT b ol bOETIE, FHH CTEPH OMHEE
ME L, ARHRIEIROBEIL & 72 5 R WIEBI DS\ 720,
BPA % CTEPH OiH#E SR & L CHELT 5 2 &AM D
nCTx7.

BPA Oxt 5 &% 5 01%, O PEA OFGITHEER], 74b
B TP IRZE ST VERI N B R 2 RS N AR AE S 5 2,
HEERC A HHED 729012 PEA DOEIGA 3\ & HIWT S 72 E
B, F7-13 PEA it OB MUERES THY, DN
BHI9EEE 4T > CTH NYHA/WHO #HE 538 I DL E o>
HEREKREZEL, @WRBIO®)RAY - X2 719 %2+
FICHAL72) 2 TERN (BLXUOKEE) 2°BPA # &2 L
TBY, QEFEOLEZA LA S %\ CTEPH ERIT
H»25“ CTEPHIZBWTIE, RBEDEZZHN, (2ITT
T OMBIIREIBNIRENFIET H720, — 29T
DIFEZ GRS 5 2 LI T, WL e T 57001213
1 fEBI @721 185 4 ~ 6 MOKA T2 2T 5. 2016 SEEDOTE
B RR AR S B Y 12X B &, 2015 S
AARLET 1,910 fFO BPA BEINTBY, Thbb
AL T 320 AFREEAY BPA (GO RIZ 7 o 72 EHEHI S
N5,

R, AOHEB L ONEREEEOREMIZOWTIE, HAE
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RSO [1BE BRI 2248 E 125 9 4 balloon
pulmonary angioplasty O3 it & F i IZ B3 5 A7 — b
A2 M 2B ESNG, PEA LIABEC, TR E
PIRE L THUDAEORELITE, EaTheidE+s2
LY S BPARRORILIRO T — L e Z 2 5 b, bt
7 5 A X T 5 BPA 12K B AIMATEIRE DU R,
PEA IZIEHIS 5128 Th ) #4590 Zo T — L hs+iE
TELHDTHLILmR LTS, —TJf, EhED»SD
Wi TIE, BPA L A2 MATHIREOLGEE T T Eidv i
) R L o TOBERIBALATY, ZDEIE
N L) LD IEHE O EHER S LS.

BPA O & PHES LT, I OIHE TIIMHZ O LD
FAEIE | A LTS B0 480989 e g o B0 %03t
THOEES 20120k T, WAEMZH B, LiL,
gk |LC BPA OIRBETHIIMFR T L ICR ), Z ik
{LICB L TS HBOBEPLETH L. ZhFTIZ, BPA
BB S PFIRERL TR OME L7275, PEA 1T
ERMERZBBIOBEIMTHOIL Tz, HEER
(2 EDOFE F CIATE)RE 2 T3 C S U Bl 2 BRHIGR A
HEFETEX200En) 2L, SHROBETRETH L.

VW) FTL4 L CTEPH 3ADERETH Y, +437%IER
BatEfr LT BPA OfREBRZ G 2 LIRS TIE R W, It
kR, BHERETH DA L CEEBEILEL RS
LIZFENTHY, PEA LIEERIC, TGO H A7
BT LEATEZE L\,

4.8
CTEPH £ DIERIZE T B ithxE

CTEPH & [F#f12, BHEIIR oD Xkl - o Xkl L~ vz
g - IR XTIHRBELT, UTOLI %3005,
CTEPH & O#ERNEETH 5.

4.8.1
[RFIEAMENIRPIRE (PIBRPIRE)

CTEPH & ORI EE LR BEED 1 DIZFEEEEAEIIRA
JEA® 5. JRISHEMEIIRAIEIIEE I ENREG T, 20
FEAEDMENIRNIEICIHEE T 5 HNERE (intimal
sarcoma) T & V), Jifi B AR B tH 2R o BE N JE (mural
sarcoma) [EE&HICFEFNTH A, BAEFT TS, DAETH
80 A, TFLCTILH 300 A JFEIS AN BhIR PIIE B A3 15 &
NTWDBH, ERH 7% ECTRBEMIICEREINLZ L H S
7280, IERERBEEIEAMTH 5 5% FHRIZOVTIE
LOEMH LY, THREARZRKEIIRMIERE & L T,
ARG EIBR BT S SFEAFEEDHY 50% &, B2 d ik

RENs, £340 U EISEL, &SR RE
WIZPED 1.3 ~ 2 fi5k S5 0%V FERIZZIE, WEI,
R PRIEE, i 7 & IRARERAYC, AIEASIBIIRAIIE % 5 75
La25HhL, LIZLIZCTEPH &g s bz, 1E
RN EETH L. F723ER CT, MRI, PET &2 &
WEZRAEHTHY, &R CT TIEARE—I1ZE
HENDHE Y RWFEAE, HRBHETEZhLE L
7ol (%7 & HY CTEPH L O NCHEHTH 5B, 72751,
PET i AT - T B HEREIIRAIE % 52 T &
BWZEIFHAI > TBLNETH L. HREMAEA0IE, £
AL A JE (undifferentiated sarcoma) 3 & N2 K A IE
(MFH E) 2SWiBiiRINIEAIEDIZ & A &% 5D 575, 54k
BE LT, ENENOIREL R INE RIE G RIE /&
WINE, RERUHIRAE, IMAERE EHREREDD L. F
L LTIL, ARl S i L L CofbE:, B X
USSR LD S 5. FVEFFRAT T REFICIE, BRBYIRITX°
GERBEYRD &bk, Eetbkol)
EREEYIBEBI L D 5 SEEAFROF BADHRE SN Tn
B SSA0) i R0 AR AR B UM C 0 SRR 1R
BTHoLIenrd, WINOEENEHERE L THNYHNS.

4.8.2
RAHEFHENIRIREERE (PPS)

A # Bl B R $% %2 SE (peripheral pulmonary artery
stenosis; PPS) 13, hBhIREE, /o5 HMGEIIR £ 7213 AT
BRI, Bl UMELZETLRETHL. ST8FR
FeRMRBIZERT 2 2 L DLW PPS 135 { iy
ENTWVBY, IR, AL PPS FIOFETEASHII L 72 *2.
PPS D% C, JeRMEBEEL AL\ O flR PPS
Ewbits. PPS IxEd AAMEILIRIEO A R~ £
EEoloE IR,

Kreutzer 513, 12 ADE A PPS il % Hif L T 5 7.
WL 17 ~ 51 % (36.2 = 9.77%), SERIZIPIL K 8 & 4
BBRIETHo72. B, TNTORET, Mty »F
77 L TOEFEEOXKIMERIR, Bk ClEmii% 5
PRV XA - X D IE MBI 2 B ZE ASiRO bz, 12
AR 11 AZ BPA 2 HEAT L 72858, 9 N CTRHERII % 3E R
L (1 N #8123810), 7 ACTHEREROLEE (NYHA
[~ 1) 2k L7z &8, 12 A6 AWz ¢
CTEPH & ZHrEiiCv7z2s, BMtiRx COMBRE 12
£ 5T PPS DIEEZWIICE T,

Yanagisawa 513, 7 A® PPS & 4 ADEZEIHIZ L Bl
BR%% BPA T L 725 %, mPAP 7% 46 mmHg — 34
mmHg, PVR 7%°10.5 Wood H.fiZ — 4.6 Wood H. 67, 6 45
MARATHREEAS 371 m — 416 m ~NEFNEFNSFH L /22 &,



F/AHICHE LT, M AT O A Tldze LT kiE
% (OCT) 7% EDQWHETINA A2 X AWEDFAEHT
HolZbEHELTWEY, 4p Zo#HETI,
CTEPH I2xF§ % BPA 12 HRTHEFRIEMEL, 20Ty
RELTHERELZEDEELTWEhb L nEEEL
TWwh.

Pl X iz, A PPS I3 Tlddh 5%, CTEPH (—
WTILPAH) LOENEELRERTHY, HEEDHNIC
I3 PAG ZHTH 5 (B19). BB TIEH 525, 20 ~
30 AR SSRE DM R ML E RS KM R B O &5, PAG 12
B BRRAEBIiR % A FRMAI 2 gl zeir 7L (R3EROERA
T DHIEDNL), I IDOMEREOEMN % RO HE
I21E, PPS 25t ) RETH 5.

483
ERRICH S FhEniRsE

RIS & B IME RITRIME SN, WETI7
DFAEVEI5E S 5. KEIIR & 20 hisrlg, Bk
MBIIR 72 &1k AE £ 72 S PAZEM A & X 7§ SE R CTH
D, MBRHEEDOAE BT HEERIENTH L. ELEH
BED)H15% BMBIRHE 2 605 L S, HBhik
ARG & KIFHGE AL 7 & OB SAES B, B, &
TIREE D 27% D MEIE T &0 L Tz b ofE)s
HoHH, FHNIRHTH 5 PY. HEITRE <, WD
FEHEE IR, BEMAEHE D JOREIC X A RIE % 1)) RO RIS,
SR DT IRFRAEAL 2 & 038 5. E4mRIC X D ETEIIR 4513,
PAG % CT, MRI TZir &M 5. #52 CT X PAG T3,
BEFEIIAEASTRD S 172\ &, CTEPH & 13587 % A& 1%
WHTRLE 7 2. AR TIIE AR OWREIC L 5 2D
BENRIE %2 520, — T, IRAEBRDFAHER T BRI IER 7
BB N T D S e TH 5. Bl ~F
77 5Cld CTEPH LM OFT AR 4720, EEL %
S5, F72, AEEIZ) T EME L LT3 - b
WD HRETHY), PEOEEIMEOEMATEE L 72 5.
EREOEBMED B WA, HRNIBWT, KEE
Wz D720DAT0A FREEIHIFIORGHLER SN
5. B, MBRRESARTEMOSEIE, T —T
FAHTRIVEHY N A IS 2GR S 5.

48.4

N—F 1 v MRICHESIMER

N—=F v MEIHED ME ZITKIME RIS EI N,
CTEPH & O#RAHE L WIEBI D H 5D, X—F = v MiFlE
DN O—=RIZIBoTHAiTHEbILTWAY, Z0&
BEREI I HITAEASD 1), R HHI Tl E A IHEA S VO

E19 FRIFEUHENRIRAEE (PPS) DRENRERATR
FOEDARODIRTE CARFRi iR 2 £ S IR MBINIRIERAT R, IRBRINR
DEZETH DN CTEPH LR,

WL, KIMERIE VA EDOFRRIZE L, 1~ 7.7% 12
AT Y. LIZLIZMmERS L, FHER DAL ZER -
BB - G.0R B L OFIRNO TR 2 ) 2 &A%
5. MRITI Y 7 A MEEE RO 5, G ICITPUEHEZE
EEDITHRIBIHFEIFI DS, T5% THEN THo72ED
Wb b “.

5

SRR SEFOXA N =X L
IC Kk B Fifir= M EAE

RKAITRT LI, B S EEIEASWRERIC XY ifiw
MEFEZFIET 5 S FSEFREEHDIEETNT0L. Th
SOPEBICINET 201, MSIMLEMESIED A 5 =X L
DNFELZHLEN o TRV ETHL. L7ohoT,
NS OBEBRHE) Mg MEREICR LT, &b Tk
BRSO E D L UEN B L. Tz, HEITEHIIERER
BICX o TR, — I RN &5 (PAH)
WEINTOLEENED H D25, i MERERESEL S
NDHRETIEE RV, F/2, B SHOBEIIBWT, s
FEREIEIESE OB W% BT % T » 5 2GR (RCT)
DOFERITINF TIEL N TR,

S HRIL, Qs (BMEEmEA, 5
BB, ML), @ UEE (Praf F— R, ik
KRERBETEAE, ) > SIRESIERE), O REMERE (FEFR,
T oiE, PIREE), @ 2ot (EFER, AT
fepm e, 1B AL, XKEMIEME) o 4 21258 sh
Twh, IS, M HEEm L g B PR B e &1

75



76

S MEERIR A A F T 14 >~

BWC, iSMEEOSHALIZLITRROON D, 28,
FrARA L M4 (2008 4F) T, SRIRRMERER Y 7
37, EEMEERIRARIMERE 2 & OE@MEE MR R M5 1
FICEEIN TV, BiEIEESEOF R & Uit
Mg EE L, O EORK, AR, O
LIEBER EOLNT- 2 E LT A REMEA e i S,
Z— A5 (2013 4F) TS S BRI SN,

6.
INRICEH(F B Fhi= M EAE

6.1

INROFFEN / BT RmED R M EE
(IPAH/HPAH)

g5
INROBFEIEFED 7 A KT A4 AAERIZ B THRILE 72
HIUET Y AIARLTBY, ANEREEN / B EREIR
PERfTE MU AE (IPAH/HPAH) ORSHT - iGHRIZBE 3 % HIH
b, ZLADPEMEOEROEE, $72/MNIBLZVLES
MEDOFIZESLLDT, TEF Y AL E L v
(IFEAED LNV C) OPEFETHL"Y. 2018 42 A
BT, bsETC/NEBIIRER ST (PAH) (AEREEE L
THABENTVAEDIL, AENEKEY Yy (V5207
INEHSEGES), TRTOATF ) — ) (ZETORT ) —

JV TACTI®) &, Y VFF 740 (LNFF45E"-OD 71
VLS IBEHRI A0y 7)) OART, 1Tk AEDIEH
/N TOBEIEATI T2\ F20, (RMEISsEE L LT
Beh-sn, A - AR e&rsir L Cuivy, |k T
THAS EERELFERRAERICSIML, £72ENTL/AED
BRABAERENDL Lo/ s, 4, /MR
NOBISIER D HEL Z EAAFFE LS. /N IPAH/HPAH
W3 AR MRS OHESE (EEER]) #R/2812,
72, RIS 7 & NS RHEIEIC O W TR 29 L& 30
2R

6.1.1
&7 - A

HAR /N MUEE O ERIL D DS, s o
/NVEIE S MR R U (BHAE O IPAH/HPAH) O 42
AT TId, ERIORAEMEIE BB L 1A /100 A
T, A% &R E O 25% Z/NEATE®
T LEESND, HEEOESZEYY Tld, 16 Bkl
(25T % IPAH OFEERITAER 0.48 A /100 71N, A=
1221 A/100 HTAT, 52 ¥ CTOERMFSREZIL [PAH 3
0.7 A /100 J7 N, SR M EEBICHE D PAH OFERFEESR
A322 N /100 J5 N, e RMEEBIZHE D PAH OARZE)S
156 A/100 HAE S ENTW A Y. HAZEE 19 7
Bl 31 MER%IC BT 2 18 i oAl 0 /N Vil e M A5 D T
72 (TOPP Registry) **” T, J5 K 512 & % & IPAH/
HPAH (57%) & JeRPE B I MmEE (36%)

WRFEZEOTHY, ROTREZNEMYE (BPD) 124

# 28 /IR IPAH/HPAH [C8(F ZEMENGRE (FEER) (CRETHEEIETVAUNIL
#E | IEFYZ |  NYHA/WHO #E5 48 NYHA/WHO #8545 %8 NYHA/WHO H8E5%8
552 LRI e e IVE
NN REV5> po
iﬁii;ﬁi . Y5+ T4 )b po IHRTORF /=) iv
4 P TRIORT /=)L v
7TUVE Y po T"‘/E'Jt‘/@‘/po
lla C 959594 oo 54557 1)U po
7 P hUTORF 4 )b sc
— ERA po
:;;Eitgi PDE5 BEZE% po
Ilb C NS TOR S po MLIORF 4 )i (OO REBA
T4Z)biv _ )
ARG NUZTOXRT « Z)b sc/iv
’ . EHREEE

ERA: 72 JURVY Y, IRV IY
PDES BEHEE: : 95T 4)b, YILTFT4)b
po : &M, iv:ENE sc:iKTE




%20 /B IPAH/HPAH D—BHMGICE T BiEETE %30 VB IPAH/HPAH O ISEAICEIT 21 TE S
FYZUAI V2RI
‘ wE | TEFUR WE | TE7VUR
wR 552 | L~ HR 552 | LA
BEHOLRICHLTD, MR & BE EYE DA B DR B R LT c
KA/ BB 22 8B KGR LR W3 BRI CORFRDEELES
IR 2y L) —aho2 el 2T FIRMEES [ < 60 mmHg & /= [BE
IR IPAH/HPAH 2% (BBL\VBIIZ 2 D) BIFNE < 92% DIHED, BIFOBEFR lla C
DEPIERADENC LD, BB L C 5
SRAREET S UIOARDEN BUBESCERTRERTORETD | | c
BREILERRENEE T BT MRS
E T R E RS HED, IS — -
D BRRE D AR I U T & C fggiﬁ%gnm“WW”HMH“% Iib C
OEIEE=S UV I DR COENE c §
— I\ IPAH/HPAH S 30 3 FUR BT
E%ﬁﬁw.wgﬁk@@wgﬁ&%n C E (LT 7 U llb C
(G
A A3y - =Tt
B IR C & B BB RS <o c ?%ﬁggg%ﬁLbﬁ3“%%““ﬁ
D, ZE2HIEMEED TR TOTRLERE (RS L CAMIVRE [72ED llb C
BB R — VOB LV ER MBS DS c &1 BEESNB)
o EEMEEMEERMEREE (ALK-1 % c
FRORE LECARE NT B EE c R) A9 HPAH (CHT B FEERE
IS CORITREE T

)W IMLEREAS S Do 7. F22KD 13% A5, 21 bV
I-ERRLOLTLROAEERTEITH o7

VAR DM Fe D e 12 X - T, PAH DFEHE
(IR FE R & fERRF 2 AECRE L TB Y, HiZhE)
HRODJAE - 2oV - BTl & i & L 72N Bz AR RE R SE . S
TR 7 R b — 3 AR & R Ze MBS 12 £ % i
EREDNNEMZALE ) T Y ST BRRRTH B LH
HIBHL T\ 4. E5|ZTPAH/HPAH Tld, BMPR2, ALKI,
ALK6, Endoglin RN 7 F )V Smad8 O {n1-%5 5
BRIEBID 75%, BLOIES %) @20 ~25% 12
ROONL, HROAEEBRZOEAE L 275, BERIX
10 ~ 20% &V, S, TS OMn T2 LD
PAH JEBIE, FEMEDIERIC < HNTIIEERGA <, i
TEIRENSERET, FHROLBOIENHE S TS,
6.1.2

2
/N TPAH/HPAH 12, BAICS HRT

o BREHIRE RNl / AR ME X @ b O ORI BT 4R
7o, HEEITE

o BIROMBMEIZE ATWAI20, HEELUT TR R
THEROFHEASHE L2

o B BEN Ao TREOTFELMAED/NT ¥ ADSHE
L, FLWIPHREER L X7 L Rg»

7 DR S B .

/N MUERE DB T BN & R ERRE T, Bl
JEREZWI 7TV TY XL (p. 19 DR M) (2H#EMY 5.
C AR R O /N TR RN S i (iR RefAs <
6 SrMBATIHER, EE BRI L) EENDDY, WEE
P EOIHEBGANCER L, FHIIL TBIENEFL
W, TSI RE OFEEBIIO T— )V K A% ¥ 5 — IO
HT =T VIEETHLH, PO TIHEREREAIZLS
NCHT— T IVIREIER T % HEE 22 A PHED L BIBHE A
Bz, BELZRIPLETSH B9 LI
NYHA/WHO e H IV EO L)V IR T, B A2 T
HHZEDSEBERA LT, LTI —MERETE L
# (PAH) B EZBWAS D4R BRI M sk SR %
WIRARI 2 TR AR B S, D T — T ViR
TIROZEALDFOND ETHRRELTHILHEFE SN,
FEEZ 72> T, BRI CHEE=5 ) v 7wy
REERIT) Y, WERMITARETRETHL Lz
Mo, NRIZBIT A LT a—BEoEFIRE L, M
JEFEDAZ ) == TORG LT, HEOERELR L NIIHE
BT, RN EEEIC L AR TH B ™.

6.1.3
Fik - EEETM
a. T

BN 7% BHEEEDEAE L 7 B> o 72 2000 4 LLRT O IPAH/
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W MR R A R T A >

HPAH BlOF 1L, EHOTRETH 7. KEOHET
1%, B IPAH/HPAH B0 ¥ A7 2.8 12 B
/N3 TPAH/HPAH JEBITIE AL 10 » AL b
TFHEART, (LA EDREBIDZWIE 1 ~ 2 F£LPNIE
TLTWAER, UL, THEFORF ) —LEIILHE L
7RG IS LR D BRI IO S 72HES T, AT
FNC BIF R AR 2 7R U CRIIAAF T 2 ERA I 2 <
BY, /NEIPAH/HPAH T H B AFER & #0720 T 1578
WP C& 2 X907 EDRHEE LTIE, KEDOK
HEEL VA MY =% REVEAL (2B $ S 7z 18 LT
D216 NTOFNT OFRER, ZWitco 5 FAAFFIL IPAH/
HPAH T 74% L35 ST 27,

b. EiEE / Fi&sT

/INVE IPAH/HPAH D FEAERE / 4T - T E A g 0% 507
2RINIIRT. PERO/IVIREL SNZEAZ LG
FEGIZAR) A7, 29 THRWERIZ &) A 708, iE
WHEHIEIC S,

WHO #RE I A Z R ELTEHY, MR &<
FLABR IR ENS D H/NE (R ki E R L) TR
MIREETH 5. WO K ERESIENZET SN T
WRHES D, RER - HEE - FEAOWREIRN, #EO
RLIEB OB FIED 2\ A7 & & BN EFAl§ 5 S5
753‘&) E) 509).

6 o FIAATRERIE, BN & FRRIS, /N VR 5 I A O E
EEROPICTFRTFICERTH S, 7Ll Lo IPAH 7%
SR CEBICAPEL 72 PAH T, BATHREED R
BOEREE L KLY 51320, BT ORI AR

TORED, BEOFE - FRECTHIEL-D 2 THRMY
BFHTMRE T 75,

AL TR HEELE % 29 2 720U TIE WS,
/NETPAH/HPAH 128\ T%, BMPR2 X ALKI O &A%
TEBEERIIEMER L  SRTFHRARTH LR L, *Ff
BDBE L5,

F#E N 79 = a—13/8E TPAH/HPAH O F4E FE 3T 12
FHTHL, =590 & (RBEELEMEL, ¢ <8cm/®
WBOAREZ LB B/ BifAE / 5612 A7 % Fill 4 5 i
ELTHWSNS Y,

6.1.4
arEEt

2015 4R IKRED S, 2016 4EICBRIN A SHHKNT, /IR
i 5 M FEAE L2 B 5 351 - hRRiRET D sk Sz 2 20,
JADEFET IV T) XL TER S TED, NS
REETZW., INnbx b i, bHREOBRZ AT 2 T®
2272/ TPAH/HPAH (G 7 V3 X2 %2B20 12, /)
U2 IPAH/HPAH (2§ B BRI SEARIEOHESE (FAERER)
=& 28 2R d. F72/NEIPAH/HPAH B &0 45—
HEHIRTIE 7 & DN S ik lc oW, ®29 4R 3012 F
L7z NETE, BMMEIREOHEIRRE )7 T A1 T
HoTh, TEFUVALNVIEB 2L C EEL RN
EETH L. DOETIINETOBIGHTSE SN TV n
FHLEFENLDY, AN OFRER/NEE CORENIIO
WA E BE |2 HE B C/NE IPAH/HPAH JEFI %5 &
N, FHRUHICKELFGLTOLBRAH 5°Y. bt

& 31 R PAH OEEE / F&iHTICERTIEE
BEUZS FERERT AUz
%L ADTLHR D
L P~ D0
L 0
*&
I, NYHA/WHO #5804 I, v
BELR BNP/NT-proBNP sELR
£L) (>500m) 6 N EL TR =L (<300 m)
= s v
BRI/ RS BII— DRI RRREDED
IDERETE
Cl>3.0L/%/m? Cl<25L/%/m?
mPAP/mMSAP < 0.5 MmiTENRE mPAP/mSAP > 0.75
PVRI < 10 Wood E{7 - m? Ah7T) RAP > 15 mmHg
SHMERET PVRI > 15 Wood Bt -

(Hansmann G, et al. 2016°% &E&E|C{E%)



[ SPIERAEN ]

R

BOMBRERE, d+2>

L—MW&%&%:%R%.@%.

}-—-—-—»L%ﬁ%ﬂ%ﬁmﬁﬁﬁ}

RIGEEF, Hh2 1 i

RISFE
mlRy
(WHO #gen 8 I~ IV )

1

‘YRS
L Ca &R } (WHO #8048 |~ 1l )
HE 5L NZ70RF,
RIS ERA E/-|% PDE5 A= (42
- ), 1070XbF (BA)

IR7ART/—IVE Tl
FLZ7OXRFZIV B/ ETE)
ERA & PDE5PAZEE (&O) D

o B 5 Ul
[Ca%ﬁﬁmﬁ J SHIEEER

20 /MR IPAH/HPAH @:aE7ZILdU X L
(Hansmann G, et al. 2016°" % &% | {ERX)

EClE, BTN TORY 7T 0D v R EH N
TTUA NG SNBEEDEL L, —EDOREIELN
TWAH, TEFVALVIEEL WY, D vFd 7+
ISR IR BN, FUEEO BRI, SHE
(>3 mg/kg/ H) TIEFEMNRIEL) A7 BT RELEAHS
WESNTBY Y, HEIZEETRETHS. bHEIC
BUF /N HEIGIHERO—E AR 32 1R T

HHET O AY A 21) 2 85 % & G KBRONEHGH IS
EHE 2R TER T, BT ZETNEThH5L. K
BT B LRI EREE NN DL ENL. £
72 ENTOREERIZ D 2D, RITE 2 BT S E O
M % 23 4 EE IPAH O/NETIE, 1B Potts ¥ ¥
v Ml H{EREZ S A 1b, ZEF Y ALV C) RO
REFLEL 20 9 5. FATKEIR & LLRBIIR 2 2 & L
THE®#KZER T 5720, #5698 IR I 1% 3% s A
(Sp02) DAL TFILTHE 83% ICH L B 94% 12k &%, 8
ANH 6 NZERIIAAE, 2otmesndid 1 LR L T
LG SN Y OB EATEIE L 7 DIESVEHE 12
RDUEDD BN, BNOEERAFSHEREOBE T, L5
FHERELBEIAMT (HE2EZ 5 A 1la, TETF VALV C) 1245
NCHER LU REMED B 5.

PHHBEERE

.

DERIEEEM l
Ffeld FhigtE
Potts & v+ > M7

6.1.5
=i

BUE, S OKFFAG MAEYERIEC B2 UG 2 RS
FEBICIRRIMIAGEPHRETE 2 L9120 720, IR
RDEFTS DIEGI R DRI IPUEOREBNL, Fol2H
MR ~EN T RETH L. T2, EMIZBWTHEY]
B 7 PAE R R AT RERE 2 AN T, RIS LTk
WEDRELZEET 5.

5, &I TIREGE (PR, HILEZRE) BE
DL CEE A B4 5. LNIARAB L ORI
DAY TNIHT 7 F RS, FERICIL, BR
FHREMR/NT v ADSHkE L 7\ &) FREGEER 5- 0Bk R
A& FEREIZAT ) .

OAETIE, EEEATLFEMOERIC L, K
EGEHIRERSEA SN TS, RREREEZZEL,
BEHXPIHEDWTERRCHEE - NGB~ OS5
EEN L. /NG TPAH/HPAH TILEB)IC X 2 BT L Al
DY AZIHY, BHrLAIE NYHA/WHO BEE5-48 1/11
FETHoTh, FHIE L THRFIZRFA LTV ET DA
ZIMEL, 1~2 5 AOMETI FDIZ@IEE - 5F-ilid 5

TG DAL > T/ I AE O ] A A7 50 A3
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W MR R A R T A >

£ 32 DOHEICHSITDINEEINES]

IV RtEY Y SEMERE . IKRARIIRATS—E 5HEE . JORYITS I, BE :
Revsy YNFFT 4 IRIORF /=)
LJ\F7® §2 20 mg
_ LJVFA®0D 74 JbLs 20 mg IRTIORT /— L5 [ACT
= ® | o
R MY U7 IR REE 32 mg UINFA4C BB RS20y 7900 | 0.5mg, 1.5mg
mg
OD 74Ul : BHEDH (KEL) T
+EOBBBD, /2500 /4~ | RET )
| A IR N N lrve)
i S OB - 1 BICOLVT 90 mL [ | Toomen (EREIEK) TR
AT 10 mg/mL DBKREED
SEI 1EERLE, VR PAH 1EERLE, VR PAH 1L, PAH
w9 e I8 = = =Tt
BRE, ALK, HRFCENRICR, 0.5~2 ng/kg/ DS HEHEST B
MeYy LT 1E2mg/kg & 1~4BOEBEBNT 0.5~2 ng/
—— 1H2E85, BE. SEOKICH | #E8kg~20kg: 1E10mg 183E || T ' 9
T M HROBSTS GB20kg#:1E20mg 1H3E | <9 = . .
e o e 20~40 ng/kg/ D 7ZBRZ E L TRE
fere L, R K®5E1E 13120 mg, BEEEERTT S
1H240mg &TD IR
BOLENER | A ITRAEE GRS B 40E . B0 W A0, TR, S [/)VRES
MEREERIC & D BEDMEE TH
RETE T ENBD
INETORBEE | AU CHgEEEOREND | e . BEE 5L, BECHUTER
- o INETHERRESRDHESDD NG it
INRT B BRI TTEE DRSS 5
D, EHNICREETS

ML7-Z2&C, s EmEmtE (R R S BTk B
%) % E&EOCHIRBRRERE 2 25 20 HmE S hTw
23165 g AT, PAH OIF SRR DS EAE 22\ L AR
TRMEIZL 720, N1 RIRRfE AT 7 & O HFURIE R
WEPELR T W EDN LIPS IR SN TV A28, /NET
kB EnEEZ N TE72 UL, ANEPAHIZE
WCH IR RE T OPFIIIZEE T RETH B, &<
WCEMO AR T X7 7 — VERGE & OBEA R S
TWDLY, WFRIEIAHTH L. FIRBRhEIEZSSET S &
AR A a D Z e h3H B 72, I 7 BRI AS A
(E1~2Mm) RSN,

WE MRS L, ERAFHREEETLDA

ZOF, EHI R b2 ) b7, Rl ZEAK
HHNS 518).
6.2

FEXRMOEREBICH S s mERE

£

MR, SERME LB (congenital heart disease;
CHD) OF#%ELEATHEERAGIRED 1 ©T, L
FEEOHBEDOAL ST, BROFEH, v M (558
FHIZEOWTND) v v b, BRSO Y

TAREF R TAEGERE O A BF, IS I e B i (T4
BOHWE L ORTICE D HEEZT 5. CHD 12D
B MmEAE I E, =— 25058 (2013 4F) 2B 55 11
(PAH) PN, %2 B (UM OB RE ) il I AE)
2, B GRIARHRZRTO X =X 228 i
FESE) bHFEET D, ¥y v MEEICE S PAH ZAER R
R OISR FAN I X > CER - MEDSTTREZZDS, AT v
¥ N AT B 2 & ORISR NEIIR AN AT
JREELZ BT Ao A0 Ty — el EhAY v >
FCIERHOTER WV PAH R, ALY v ¥ MNEFOR W
it PAH L, il M ERR AR O@In & 70 5. L
L, BERGEHRIE ORI ENECILERMER & 2 2729,
/N PAH OFERRHRIE, BRAICBIT AT 8T v ADHERE
LHEMEDERICL > TITONTW AN BIRTH L. L
ALBTE, &9 % /MR PAH 255 & L 72 KB 2 i R
WFZEDFIE SN TEY, FHRNIZIEZET Y AL NVDOE
VIBIETRST OB I S 5.

WL L C Fontan 77 &0 — LEBH T4l
AT SN BIBO M, BTEBRASD F Y 37727
W, Wb failing Fontan SEBIASHAET 5. DX 7%
FEFNL, BHEIUTAEIR 22\ 0D, KR/ NEIIR OFFIZE
{LOFE, FFFEEPT (pulmonary vascular resistance;
PVR) O b5l MU AEAR A IGE R DR 2 &2 5/



JRRE ML LM (pediatric pulmonary hypertensive
vascular disease; PPHVD) & LT& 525, fiadr Tlahili
& ML SE AR IR DS A <CAThitTw b, ANEIZBIT S
CHD |Zf:) il MU SER R OHESE 2 R 33 1R T

6.2.1

=7

FkEEE /NS T REL ¥ A M) —WF%RI2 BT,
N VB il v L E O JR R B &2 & 5 &, IPAH/HPAH &
CHD 2 £ 5 PAH (CHD-PAH) " 37 519520 g [ 3% s

90% % o T\ 72, /NE CHD-PAH 12 351) 5 il % 28
DOHELTHARNFERECHR S LT, il 02kl
R, REIIREE, eeRpE R EKE, RIhEIRE
TR LSS MEEF O FLE R S IE SN TV 5.
F 72 Down JEBEHE CILLREDOF I 0D 5T, &l
serEOAHE, OSSR X B W T, MR
TER R LD/ NI, BEIAR D5 A B H 12 K 2 AAH T/
BYIR AP TR ORI R R B R E AT 7 L DL R T-0
WBNZ LY, BMERZE ORISR EE 2 HNTV S,

# 33 /MNRICHI(FS CHD [T SIS MEEDM MBS KUEREICEAT HHREEIET VAUANIY
' b IEFVR
bl

R IS5 29"
/B CHD [T T 2 #2M0E: 0 T J— (Fi&MMEE N D EREEES DER (MBI E C
THdh, FMSENDOLEZER T EFH L)
JNBREMEE /PPHVD OFTMERZENEH T2 CHD LD BDHE D= HIMT C
TDIcHD, AR SERIEZH
VSD ¥ PDA I8 E DB =RFLEDEGY v MNRE/INRICHITD, £% 618
DATOERLEY v MRS EEFMEEHT—TIVLA V5NV 3 VICk C
DEEE
BELEEAY v MEAS/IINE CHD-PAH (F#ZRDT) [CHIT5D. FMEEnE C
HDIZHDIENT —T JUIFEDHET
VSD > PDA I& & DEFIF =RFUEDY v MEB/NBICB(FD, —MHIEFiTEs C
HEBEEOF 7/ —CERDDEEDLEHT—T ) iRE
PVRI < 6 Wood E1i7-m? hD PVRI/SVRI < 0.3 M/\2 CHD-PAH (CBI(F 2. EH
[CIEEFMD U RIRFHEVEED, XREA BEFMEEHAT—TIL1Y C
-y a3V L BEH
PVRI = 6 Wood & 1i1-m?” H" D PVRI/SVRI = 0.3 D/I\2 CHD-PAH [C F° 5, AVT C
[C KD aHi
BHDFEDNE CHD-PAH [T T 2, Fis, EREBOEEYY v ML E C
REED A HHE E D IERER T
PH/PPHVD, EDGEA /REBHEEC(GOHES(CKRDEDLD oMAE#HESINEIC C
WD, DIENT—T ) UIREIC K2 IMITEN RS
BEEEAY vV N, DoMEDARPHRERESZR, BREMNE > 95% DR
CHD-PAH (CX9 %BR#EFT (fzfzL, BfifICHBMEES U —TEhHRIEYT A48 lla C
& 0)
BDEB/RO/IET, Glenn FiD@Em LS MITEIREE U T TPG = 6 mmHg lla C
ZREETDE
Fontan ffi# CHEMEROELEFEE/NET, PVRI =3 Wood 847-m? DI TPG lla C
<6 mmHg BRI DIMITREC T DT &
Fontan fif&D/NEICH T 2, FIMEEMO LR, FIREDFEA R S > MZERH lla z
DBAD, DEHT—TIVEEZESTEBIZH
TPG > 6 mmHg &zl MiTENRE & (FREIRDIEIRZHE 9 4 Fontan fiT& D/ (S5 lla C
9%, EIMBENEZENE UhiimEihREDER
FMATTBEFINR T A B AT v —ERBECI T D, NYHA/WHO HERES 58 %E lla C
K7ZEE U TORMMENREDEME (3 HAER
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TS MEERR A A KT 14 >~

6.2.2
A&

a. 5518 (CHD-PAH)

TERDERR DA S I, QT A XY A0 v —JEfE
, QAFBELEAY Y Ntk PAH B (IB1EFAT T fE
Bl L OATTEER), @ LAY v ¥ PTIEFHHTE W
PAH #E, W HE R Y v ¥ MEAFD 2 MEE T % PAH
Ho4-o125HEnTw5 (R34)Y.

TAYXY AT v —EGEREO BN LR EA A E T
T, ZmOIA T v v MR BTG O R 25— 2 HA
TFET L. BEOT VIS LT, ERANEIIRD
MERE) BT ¥ 7 2SRRI HEIT L GEINIZREL O 1
[p. 34] ZR), RO EMNEDTERK ST PVR %
ERYE AEVY Y NERRE G Y MZE)F
T =L TRERIMERESER 2721, DL ELR
BBOONDL L)% 5. BRENZBIT AT #H kDR
RS/ NBIARIRZ L Z O T, B IR TR SR I L %
EEEHRETET, SEHb SN TR, 74X A
U =D L, Paul Wood 7% 1958 4RI A 2
BHELTCRELLETAY Y AV D v —EHERE 1L, 6
RAYZIEMEICFE D W CERSNREHTH 5720, il
RO MATENRE S A NEYIRFFZEN S D 72 TR 70 7 56
FENTBLY, INHDTHITKE - S Thwn
CHD-PAH OIRESERITH ), EARMIMBEFMIIEEZ L
ENTWE, NEBIOEFIAMI 1.4 F LB ABID 30 ~
40 4EIZ HRTHEHVE SN DY 73 BB E LT
WBICITBEHEOHTEDN S, RABICILLEPRAER S
DOHALOBIED LW 200 LIz,

BREREAY Y Y ML ORBRAMKRETIE, &
R A 1~ 2 ELL RS 2 Ll MUERE DS AT £ 721
WHLL, 74Xy A0 Y Y —EERICBITT A2 H
B, 2O, MEREOMETHECIEREORE, Gk
B R WIEREIEO A TIE, & QISR FM 2 0

&34 518 (CHD[Cf#5 PAH) DERFRIHR

5. FAROWTHEICE L TIZKOE (p. 83) (20T
B0, BRI OREG] TIEABIAE T O MEZ SN - Tl AR dE L
AR, M2 DIEBNIE U7 A0 2 3H i 247 ) L ZED)s
5. ERGHRIEORIE AT 2, “treat and repair” F 7=
I3 “repair and treat” SR L o722 & T, ZOED
CHD-PAH BT 24T 2 5 T REMEIE R WIZIR AT > TE
TWa,

iy v P TIEFHBITERWPAH OB HHETIE, 1B
BFIIEER CTH 5. IPAH/HPAH L FFROIFREE E 2,
TERGHERIC X 23D AR S 5.

BRBAARED R EEFM %O PAH I2IE, fiFHEE
VI I SERR AT AT HILDIER &, firfadhn H ~E4mat
LT 5 il M SE A5 2B A H 5. IPAH/
HPAH & [AIFRDIHREE & 2, FERNGFEEI X 30
HFESIND.

b. 528 (KDY OEEICHSMSMERE)

—— 2504 (2013 47) TIE, MISMHHE LT, #H2IER
P RO TR / G R PR B X OV R
LFEASEIMS N7z, fo Ui ABRPAZEME R B & L Ttk
g, =G, MEIETRZE, X7 Y o — MRS, (M1
I BRZE G, BRVERSRNE - NRIAANEZ: & . DIBiES;, F
TR DR R PSR R & U TR BL G AE, REIIR T4k
7 (ZO9reat), KBIRFAT - 97 - 9 L8%E (Williams
FERE, JABIERE) 25

= — AT, out of proportion PH &\ ) FEFRDBE
1, 2 50N, Bl & R M B AREL AL (pulmonary
artery wedge pressure; PAWP) |28 S UL <, il
WA O I LM T % $1E L L T diastolic pulmonary
pressure gradient (DPG, PAWP & JLiRMABGEIIRIE [dia-
stolic PAP | @37%) % 727073 E3E &7z, DPG DIE
WAEIZ 1 ~2 mmHg, BI5 2272 251X 5 mmHg # & 3
HENTHEY ™, 5 mmHg < DPG < 7 mmHg % isolated
post-capillary PH (JIZ14EO &M IME N &1T), DPG
= 7 mmHg % combined post-capillary PH and pre-capil-

TARYAY Y v—fEREE
LTLD.

ZNEORADLBOERY v MIKDMEUET UV IONETL, MMEERAIERLE LR
ZRd. AEFEEmAENEY v MIKDFT P/ —EZ2 L, RMKES ELERTEDEH

BREEGY v MO8
(left-to-right shunts)

EEFMFES EATRISENINDD. PEE~ZEBODERAY v MIKD, FMEERAL
BE~PEELFL, EAYvY MORHRCT 7/ —BIFER0HEL.

EAY v N TIFERBETERNE
(PAH with coincidental CHD)

INESTRDRNEEY v MMEdaD, FMERNOZRE LR (CIERIROEL. BRRGRIFRF LN
iR MECELLTCVD. ¥ v Y MREIIRERTHDS.

BEREY v MERENFVEEF MR EE
(postoperative PAH)

FEREVEREBRDBEFME CTAEREY v MEFEAELWDBODO, fiiE#h D, Ffcldifitsin A
~HEFCHBMIZRDHD. MKRIFETIETH D ENZBL.

(Simonneau G, et al. 2013 &)



lary PH (1 5 1% s 755 10000 0 2 iy =B 00 000 28 il o L 3

BEL72d D) L5584 TS RIBE L. (R 35).

c. B5# GHEAFHLBSAFOXA=XLICES A
SIMERE)

Z— AT, M E O o I s I A
MBSz EEEREEE LT, OEREXRIE (VSD)
% E ) MBIIRPASHIZ A BF 3 2 KB B IR 0 i oK
REPEEIIR SR AE 72 5B % 92,

d. BV LIVR (Glenn ¥1zIX Fontan) Fifi& D
PPHVD

TLEBESAT BE M CHD T, KREIR - Mg
RV B2 & B A7 A S AFAR AT, GBI LGB
BBV A S 3 2 PGB BIRIE (mPAP) & FIEHEED
7 (transpulmonary pressure gradient; TPG) &, K.
PFET L EEH T AN F—IZ Lo TRY Vo T b, 2D
720, BEOPVR LA THMIGERIIAD IR E 2T,
TR & B0 OAEIRREICHR S, R TRIAARIC X 5
MET T, W - PIBIRIE,  FEm TN /NBIIR O it L <o 1
B2 & PAH ORIGEARO N 7Y, F220 K
YRORBFE T &, T2 Fv) AR ER TR
AR D % FRsd 72 2552

&35 F 2 (HMERERICHSMSIELE) 05

&= PAWP

DPG

T4 D % B I & fb /S [0

>1 H
(isolated post-capillary PH) 5 mmHg

<7 mmHg

&EMMEFSMEICRIEREMm
EffEsmMENEGHLIEDBD

>
(combined post-capillary and 15 mmHg

= 7 mmHg

pre-capillary PH)

#& 36 Panama 7348

2011 4F, /NIRRT DZ B4 (PVRI Pediatric
Taskforce) (&, /INVE Al &5 MLF S C 138 e 11 00 3 s s 5,
A HLE ORI &/ NS DS FIEITR &
B L T2 L W) BRI TR L, 10007 T) =55
22 AL\ Panama 5748 (R 36) ZIRMEL 7250 Hon
A IS AFAGt4 D PPHVD (&, Panama 57487 731 — 3 (L
MERENHSS) OV 77T =I5 Eh, ZOER
13 mPAP Ofiil2RE4R 7% < TPG > 6 mmHg ¥ 7213 fili &K
PitRE (PVRI) > 3 Wood HAT - m? & STV 5,

6.2.3

FEMBE T 3 —1Z, CHD VRl e < = B Ak
BEEDREGIEL TWDENE ) D E BT 572015 I
LIHRRNHRELTHY) (RS TAT, TETVALAX
)V C), MEIMLEREOEREEIZBI L T H A EE O
WEETH DL (R3B) (RAOWAEIHE [p. 1] ZH). Hiim
MEFED KA CHD IZBIHE L 72 D& ) 212D\ THE,
AN AT MBS L (iR 5 AL K
FYALNL Q). BHiED, HIRCEROZEIZG L
R 2 L T O —REIZEHTH Y 2V, LI MRI R CT
2, I E3DOWEGBM L TERE SR TWVS ™2,

LDZI—RECTHEOEAMPT A H UL, Wi M iE
DR, F0720, Lo QEHNEEREEL L
T, WBiRIZE AR L A EEATREEDSH L. HEN
R ERERA O 221300 0 — 2 & B MDA 7595,
Williams SEMERE 72 &1 A PR3 2 AR YRR BN IR P42 130
I—CTHEBIAHEEL , BiEIMERE L RS s, &
%3 » HEToO/NETIZERNIT SRS GFAET 572
O, JHIIRTEIERE & BIRT L Tl 620, F72, HRKR
EREIIRE B2 E B S v v MR, B X OKEIRSE

pre-natal or developmental pulmonary hypertensive vascular disease FRREAR I3 FRAEDER [CHF
perinatal pulmonary vascular maladaptation FEEOMMEELNDES
pediatric cardiovascular disease IDMEERICHF
bronchopulmonary dysplasia B FEE R s

isolated pediatric pulmonary hypertensive vascular disease (isolated pediatric PAH) T EDMERER
multifactorial pulmonary hypertensive vascular disease in congenital malformation syndromes | JeXMEFAEIREEC A
pediatric lung disease iR e

pediatric thromboembolic disease MASEEAPIE (CHTF

pediatric hypobaric hypoxic exposure R MHEEESRCH
pediatric puimonary vascular disease associated with other system disorders el P e

(Cerro MJ, etal.2011%% &)

83



84

TS MEERR A A KT 14 >~

770 & O LT B PAZE MR UL T — TIN5 12
ERITE LAY, LBBIIR EAT KBRS, B X ONEIR
7g, SR EIR S AR AR 7 & L LT A S PR ZE Y
BeBL, LTI —THERIHHE L < IPAH/HPAH &34
NLZENH L0, LITI—IZXAFEEEVBEDO L
55, IDLOWEZIT S GO FE RSN N LETH L.
HELLEAY v v M) CHD-PAH OFEEZHINIIL,
HELRBIRARAT, WGEFGRTO/GI T 7 — 7 VR DS
VIETHD (27T AL ZEF Y ALALC)TY,
CHD DU 7 — 7 VIR CIRIGBIIRE, HREER LR
JE (PAWP) % EDEOFEFDTFETHY, F/2H v 7
MR OB EFIEEHIE N & O it &, A (O
), i /RIS PVRI 22 KA TE, MifEBR I
FTENRE 2 FEMICRREMIC & 5. /NETIHRIE OB AR E
W ERS, fEEELOD 2O AR R CTRIE L 72 E % v
L2 DT, JOAHE T2 UREL (cardiac in-
dex; CD) %, PVR Tl37% < PVRI ZHW 5. i AMAFTHEE
(173 m®) THE T 2L, 725 21X PVRI 4 Wood HAAZ -m?
13 PVR 2.3 Wood H.f712, PVRI 8 Wood Hf7 -m? i PVR
4.6 Wood HAZIZZN AL T 5. KREDITA T4 2T
E% & &N 5 PVR =2~ 3 Wood #4721, PVRI
= 1.2~ 1.7 Wood HAL -m? [IZMHHE L, DILONSERKRT
#EBR9 A IR HIPH 1 < PVRI =< 2 Wood HAT -m? (21T
BET A, SO RIS ER (acute vasoreactivi-
ty testing; AVT) **" CHERABEEIC X 2 IBBO UG &
OBHRIEIZ L 25HEL A HTH 5.

DAFETIL 1976 FFIT/ESD, Ee&RIMEIRA & LEH
W IR ORI A OBIEC L0, Bl MU E O EAE
Ji & ARBE S A A /N IRREL AT B O FR A & L C Heath-
Edwards 73 #H & (X £ 5 72 < & 72 % index of pulmonary
vascular disease (IPVD) ## %L 7-%. X512 1987 4F
WU, BRI DB SN IPVD 2 VT, =i
il e IMLESE % B B L 7205 v B R 3B O ARG AT O 8 s &
AT A2 EDFRERR L. B, EREMEE
it % AP35 CHD OB EFM O &G %, Mikfiz k2%
TSRt/ NEIR OFRERFT RIS L o CHIBT 22 2 3%\ 70,

6.2.4
EERE CinfEt

EIEREOIRIEZIEH & FE O K5 1% TPAH BUJE CEE -
WetEn/2b D TH 572, CHD HBIEOMiE MEAE D IE
SEFE % C OIRIE TR 2L E 3. Lo L, s e
FEBROWMEIRETE LT\ A 7RIS T 5 HE D
Hiu, ) A7 L% 5L BREE L CQHET 5.

Jil s MUEE LS & 2 AIE R 2 PR3 5729012, 15150

WHEZ CHD Tld, #EI 2RI R 41T S L kL
kb, ZRFBOHMABLELEY ¥ ML EFEET S
VSD R #RE B (PDA) 7 & CHD B TIE, filis
MEREDFHRE L 2\ &9, % 6 » AUIMICBETH, *
T IREIIRABIEC & 20 BFM 24T S L5 FE L (JE
¥y oA TEFYALNLC) (RBB). 7277 LEE
VT IMTAE 7 ) —EDSFAET DU REMEN B 5720, 5
PRETHL (HEFEr I A 1la, TEFY ALV C). —
77, N CHD @ 7.4% DMEEFM#%D PAH 249 Z &3
WEENTWAE?™, BIJETY, PVR EF 2SR
CHD-PAH DB FA i AT H: 412D T ORI At — R
FRIAAEET, & ICHEMEOGHTED S 53 B LSRR LR R
O, ¥ vy MY v o MR, BIROER, DR,
BOHERBIZ T EROAF R &% & @ i 0 7 8 51 EEM
NEETHL R FAL TEFUALNLC). =—
A4 (2013 4F) TiE, ¥ v~ MRS RESL#E L LT
PVRI < 4 Wood Hf7 - m?, AN gEZE#E L LT PVRI > 8
Wood HAZ - m? 23/R &, 4 =< PVRI = 8 Wood HLAT - m?
BRI R E N2, 2otk FARMN L FFEMEE R
AVT b #7212k L 72/~NJE CHD-PAH OG3E 7 )V 31) X
LHFERENTH Y 3 9 (B 21), PVRI < 6 Wood H.
fi. - m> A2 PVRI/SVRI < 0.3 O/NEIE, 13228 T
oY A7 RFHBRFUE, BEFMHReA vy —ra
VL APOBINE 2D (SRS TAL TET AL
)V C). %7z, PVRI = 6 Wood H.{i7. - m*> %>> PVRI/SVRI
=03 DAL, AVTIC L ZRHEiDS L S (HESES
FAL, TEFUALN)LC).
ANERTEIMEAE D AVT (21, WA —MRIbEEH% F 72130k
F, WA—BRILER+BEERWAA T 7O R MM S
%5359 AVT 3R T %% FREL 720 BETH o
HEESERL72DTHHDTIERL, FikomEnE 2
IR 2 Bl U AE OFR AT &2 Tl T 2 L Z 2 51T
V5% AVT O #6507 3k # X L C 4t 3 Barst ™,
Rich'® & Sitbon™™ 12X 2 b DHPIRIBEN TS (R
37). B TIZHAE Sitbon |2 X A ILHeDH T2 A K5
A LTHERESINL—F, /WNETld Barst (12X 4 Sk
LR ENDDS, /NE CHD 2B AL | CIIER
il % & % ¥, 2016 4, European Paediatric Pulmonary
Vascular Disease (PVD) Network (& Barst & 3k #E % g 28
L, IPAH/HPAH & CHD-PAH C® 7% % 2 DD H X %
K72 (RBT). HFoHsEr LChli /Rt > 1.5
DY ¥ ¥ MEBATIE, PVRIB L OFPVRI/SVRI & 12
20% Z#BATIKT L, ZOfiH PVRI < 6 Wood HAT - m?
722 PVRI/SVRI < 0.3 %7z L 728561201 LT\ 5.
—77, 6 = PVRI < 8 Wood H.A% - m®> 8L 0.3 =< PVRI/



[Eaavyr@aw%mmm,

RRIEE, BERRIME> 95% EHTVRETIEIFR, Y vV bPOKESTP
ASD/VSD/PDA 7z E DB v 7 MRE

i, Z LTEHERRZZEET S

Y &L

EEFi

AV A PVRI > 8 Wood Hifii - m?
D 6 = PVRI = 8 Wood Bi{ii - m? D
PVR/SVR < 0.3 0.3 = PVR/SVR = 0.5 PVR/SVR > 0.5

L !

AVT 4B

s
[F@%ﬁtﬁ%ﬁﬁ%i] %mMErFW

TJIRAML—Y 3 ERE

B RS Eif [B%5<¥m$a]
TJIRAML— 3R

PVRI < 6 Wood Hifii - m?

AVT B3 : PVRI < 6 Wood B3z - m? 5D PVR/SVR < 0.3

21 (BEFiOBEnELE
(Kozlik-Feldmann R, et al. 2016°* & 1))

SMMER R (AVT) BiEOFHEE%E
MPAP 1HY 20% BI_EIET, 5D Cl A4EM, HD PVR/SVR hME FEIFAE

*x37
Barst % (1986 )

Rich &% (1992 £F)
Sitbon E# (2003 &)

mPAP & PVR BV 20% @BIE T
mPAP HY 10 mmHg LR T UT mPAP HY 40 mmHg BIRERD, D DIDRHENMBIIERC(FIER

@ IPAH/HPAH DEZE  mPAP KU PVRI/SVRI Y 20% ZBX TIET L, DDDBEHEMETULEL R
BEc(FEM)

@ B / AIREL > 1.5 D CHD-PAH DE%E | PVRI 8K U PVRI/SVRI EBI(C 20% ZBA TR TUL, 2D
5 PVRI < 6 Wood &7 - m? h*D PVRI/SVRI < 0.3

PVD Network % (2016 ££)

(Rich S, et al. 19922, Barst RJ. 1986, Sitbon O, et al. 2003 E&E|T{FX)

SVRI = 0.5 137 L——r & &gz 0959,

CHD-PAH 12k L TIEETFAT RN AR 2 5 55 %
WE, TORNZIILROL ) %R T L= = VEFITH D,
ZORE, BEFMTREAE T TUEE S TENEZITO
Z &, 7D 5B “treat and repair” TH 5. L2L, TOX

I R IRIEEIE ORI P RICET 27— Y IR R L TH
D, 7= = RN LT 7 23 AN —2 9 V&K
FAEETAT B S5, CHD-PAH (2B HIER A
FOFFIRMIZEIE, ZEAEDPRADT AL X2 T v —E
BERHEEA N RELZODTHY, 221 ERE 5 > 0xhEiE
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WD T > 5 2T 5 & R R TR ST 5 2,
—7J7, NYHA/WHO #8e55 P EIRICD K 578, FAiA
WREZ/NET A XY 2 0D v —EREREAIIRT LT, s
MESEAR RGO B F 7 I3 BE R ASTTREE £ 2 Hh
5 (HERr 5 A Ma, TEF Y ALN)LC). ki, PAT-
ENT BB 7 7 )V — Tt & LT, 35 AOffr#% CHD-
PAH BIRICBIT 2 43 77 ORGS0,
S, EARE SN TFEOWMFHL VA M) %k
COMPERA-KIDS D& H A 5, CHD-PAH IZxF 3 2By
BRI S HIZHH L% 5 LIHfF s A,
HOEEEEIBIZH$ % Fontan T RIZ O MATEIRE &
LCld, WWEEDIHTL ) HI1F7- 73 TPG = 6 mmHg DOFff
B E L WEEZ LN TS (%Y T A Tla, TEF
ALYV C). TPG > 6 mmHg O failing Fontan f§52E 2
VR L TS, EBNI A RECE 7 HAY & L 7Bl I FEAZ Y
EEEOR G2 EEBTREELEZEZOLNTWD (Y 52
[Mla, TETFYALNVC). F2, YVTF 740Kt
5 VD MATEIRERN AR CTH 5 Z EATREN T 5 >4,
Fontan fiif2 D HEH T, Ko ¥ VA EE)T 2R & B
BRI Z > DOV FF 7 4 VS E B A A & AR %
WE L LG SN 1 Zh OERERE ORI
LClE, BB CIET— 2R L TWA,

6.3
FrEREEMEMSME (PPHN)

g8

FrAE VB IEVERT S I (persistent pulmonary hyperten-
sion of newborn; PPHN) (%, HE# 12 PVR O F A5
EIND L THBM I E RIERAEES, s
FEDOFH L MR RIMIEL X2 THETHY), SFSFLE
FIZEDFERES 5. (GROEARIL, HEZERORZIE & #Y)
RIFRAGBRE B CTH 1), IRER R MIEOUEN B L 72 5.
FEERAOMT M LRAL & L CRA—BRLEEE (NO) 2%F
HTHY, INODPER W EIIRARY AT I —E5
(phosphodiesterase type 5; PDES) [ 538 % £ 8§ 4.
PPHN |24 % T DR AR IMEIRE DO T €7 > 2
. ST, (BHRIRPUIET, iR 34 A0, &
 2,000g Ll I, FEFALIEEL (oxygenation index; OI) 40
Dlbasted & xi2id, HAMERIA TR (ECMO) DEA %
Bid9 5. PPHN (20§ iR OHELE 2R 38 1R T
6.3.1

bk e )

PPHN O ZFEZIL, 1,000 AOHAECKH L 1.9 N EHEE

ENTWVAE™ 7272 Zo¥EEld, ATHRERIEDDORE
FERER B9 572012 NICU Ik Sk IR 7 — %
WO DTH D, F72, FERD 2% FTOHRBOA
1% PPHN % 38iE$ 5 Lty S, & CLSBREVERT IR OK
RENBVAERE T L S5 ECMO %% % HiE
PPHN (&, TEHIEENE & b B R < T I i VO %%
FEL R

NO % ECMO 2%l i S 1172 72 o 72121, PPHN f1
DILTEFRIL 50% 22 T2 ZWEBEA LAY, INO
I U0 &T HMIMEIIER LS ECMO 22 5 &9 12
7%>T®H, PPHN OFEIFETEIE 8 ~ 10% &=\, PPHN
D@ (1% 6 » AEE) 2B 258EmE (s ER
o IMPERRE, HEE B H) ofEEWIEbmenT
W5 551)_

6.3.2
TARRETE

HA R D& 1L X ) i OBERERI R S AR §5 &,
PVR (AWML L, BFmamidfa B8io 8 ~ 10 R
L CHBRD T AZRD ML S B, 2D PVR DR TIZI,
MRS ED _F 5 L OGN Z T, Ml M2t %
& THAHMIGME IR E (—R{bEE [NO] 71
AFA ) 2 [PGL]) HEESNLZ LB T,
COMABROEIREICA 7 A S P DRI L - THREES
5L, PVR, PAP 7°¢ b 12w {BRRILA R E S 79w
IREE, 9745 PPHN & 72 5. PPHN IHERB L O HIA:
BHHMISGEZ A2 Z 2N AETEDS, HiER 30 HEIIC
FZ B FREOIERED PPHN & L5 50

PPHN ZHEDEMRINT-& LT, 35 YIRS [iE 5
B EAEOIEEAEGER, UL S T3>,
INSLDOEMRK TR ELPPHNIZES D ) 505
PPHN 7% CHD OJiREX ST 256 bd 5. IHIRE O
BRI R (B : 4 ) F VR, o b= FERGAARE
E4) L PPHN SIEL OBEARIE T 523 ELH L5, £
PHRENTVWEEIATH B 359,

PPHN &, BREADOUEE & O ICAEBREH TP 5
CENL DS, WY RIGEEHEIZ S A b &3 AR 2 JA
DICEEEDs A ST, Ml CT THiSEEMAAVRIZ S
B3 A%, M B M I (alveolar capillary
dysplasia; ACD), ¥—7 7 7% ¥ NERADMIET-FE % 8
5%, ACD & T, 16p24.112H % FOX BEE KT 0
BT REHFE STV S S B S TREREIE
3~6 7 ALIPNCTEL 2B 2 %\, il LT e 75 B ik
TAHEE, GEY T — T URRERIIhOE FRE (CT R
Ll MR (2 & ZAlERIREEZZ OER D BT RETH 5.



# 38 PPHN DAEICRETHERETIETVAUNIY

2R

NICU [CBITDHEMEEICH T DAES LT, &l (preductal) SpO: & 91~
95% [CIRDI=HD, BFRIES - AT - MEBILIGUET—T 7057 NS
(fef2 U, FBEARYESH, BRI &2 85% Fim\DENMEREFIEET,
B SpO2 h' 97% Z B 2 BEERINIEFEHT D N\E)

ALK DOFERICSFD PPHN DBBEDIZs, UTDBEICERIEDEES
ECMO Bl D1z LD INO BHE

(a) 100% B3RI%S5 T C Pa02 < 100 mmHg

(b) EzR{Lig% (O > 25

HAEBERMIFELADRMA PPHN Z&# UTeHERICH T 2ERMES LTD, 8
{ERFRDE (pCO2) 45~60 mmHg, HhD, ZLE <5 mmol/L, pH>7.25

EIE PPHN Z&H# UCHTER T=RARDERFERBEZ N EL (B 1 VSD H7ELY)
BAICHITD, AEARICH U CEREDREEFERDICOHDTIORY IS VI Y E
(PGE1) Ffcld PGE: DS

PPHN CEREEE (T2 ULSERIEEBIRANIL =7 2R <) Zaft UIcERICHT
3, EERBANTBRIEBDCODIERNT—T7 05 MEE
(B : BRTEIRS MEMREEIC PPHN DY&a UICHTER

EIEMERTRIR K P FACENCERHE U RERD PPHN (X9 2 iNO BUE
PPHN MDia%EE UTINO BADMER EWSEDROYVILT T 7 « )RS

PPHN Z&H UTCHERICHTDEETORY /A K (BROHFRS A UD5) K
[FRADOTOR b

PPHN TEOWEEREEDHDHEDIIVY / VEEE

B PPHN ODBBEEUT, D OVDESBEICERIGUEVEED ECMO 8A

FMEIRREE - fiU Z)L— b X2 b - ECMO A THHE ULIEWVESE PPHN (23
LCTD, ACD YPYU—D7 05 NEAESBEF EMERDHER

BAED PPHN Z & UTefERR 34 BRI H 2 ISEAE 2,000 g KD ERICH T D
ECMO

(Hilgendorff A, et al. 2016 ™" #BE(T{ER)

6.3.3
ZHEE=SYVU VY

)M FAE G NTIAUC D b & F 2 KRR
MFEDFREL, MBEMAED L TFREEZRD 5561213,
CHD & & $12 PPHN ZINZ 7= 8z W15, 72 B
FUERORN, KEERIEOMEFT, N TR0 E
sifl, SRR S OBIREE R &3 HIUL LT T — i
%17\, PPHN % #&5§ 5.

it s ML S O BV F 73 B EIC & 2 BT, T
a—fA L & B IIE T OMMES ) Y AFRRT TR
(BNP) Z7z21% N >K¥i 7’10 BNP (NT-proBNP) DiHl5E b
19 £912F 4. 1L BNP B £ OIfiL#E NT-proBNP 13,
NERIEIELEIZBWT, £E=F ) Y Z7HIT, HbH0niE
THMERT L LR LRIE SNBSS FIE -
71-%° PDA OFF-TE, EHREREE, ILZEEEK T2 256
12 FATA5Z L SBHICELEDNH S, ML)

IHEIZD b O T ITEMLTEAEASBIE T 2 ERI T, i
RIIAFIE D W ED B IERRSE % B 53 B RO
17— 7 WARA IS K B2 479 S EDYEFE LW,

6.3.4
{ﬁﬁﬁﬁ&%ﬁ&l)"ﬂﬁ&%w PPHN [Cxt9 % —A%RY

/A

22 |2 PPHN |24 § AR EEHO 7L ) X4 57
%, 382 PPHN X9 B iGHOHERE %57 2R

¥4, PPHN # B S 25BN T (Tt 2 WLE,
FEWE] D7) v T ANRE) &, WEELZNE
NI/NRICT D 2 ENKYTH 5.

PPHN OMN-RAESRAEFOFAL, #Y)2RH) 7 )b — b 2
v b e, BREARS, CHEREOMER TH L. HEIY
ANTHE T, MioFERGLEAERBERI SRV E)IZ,
fifi OB R B SGENT (MAP) %l 5. &Rl
(preductal) BYIRIMPEHZALAIE (Sa0.) % 85 ~ 93% IR
b, BRI R R FESTE (PaCO2) A% 40 ~ 55 mmHg
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W MR R A R T A >

[ DIO—TORI ==Y ]

SRFPRIVRE > 2.5 m/MH DEEZREIME £ TRZE > 10% O35 afhE MEEEZ %
NT-proBNP AIE L E &

i

EERRIRREDEEL
BT T, ATHRSEM, DS «

EiR : &7 5a0; > 85%, PaCO,40 ~ 55 mmHg

!

> HEH
ODIO—B%
NT-proBNP B8

RE =k R

ERARRES DT IR EERRIRAE S DT O—FRE EEFRIREES DT O—FRR
W& BLE IR HEITS LU
(NT-proBNP /£ ) (NT-proBNP £&) (NT-proBNP E5)

1 L

S

([ mANommEmm )
(EOOTHEECER | SNTHT (Il FEEY, EERLITHT S PGE)

!

> Hilfhi -
DL 1—BE1%
NT-proBNP Fi&

HE Eik BRI
BRRREL LTI I—FR BRECRE L DT O—MR BRRREL OII—FR
wE BEIRE WEICZLL
(NT-proBNP {&F) (NT-proBNP £5) (NT-proBNP £8)

!

[ﬁ4P54>ugﬁwzmmo§A%%§]

 EORARICLHNDST | ~ EELNICHES LVEAIE, BRGEEECT,
BONT (PBIRICRER), MR (REENEWEER) 2RV CERIDIEEET 5

22 PPHN [CX9 %8B EEEO7IVIU XA
(Hilgendorff A, et al. 2016*” Z&Z({ER)

LB XTI 5 SRR ) 2 LD, S, FHREDY R ECMO [ 2D %A% 5 W RETED &
Wi AR RE DS 60% %82 BHE (FI0, > 0.6), MiilEE %59 —J NLAH—77 2% MG, AR EmsE
G EOERENH D LD EFIZEL. M5 Es F &I RIS O ERE T RETH 5.

W EE, EHEEEA (high-frequency ventilation) % T F=2 AFMGINE 2 S 5720, HEYET 5.
A28, @gakiE T 5. FERS EFEREICHE D PPHN PVR OF I CE B H A (pH 7.45 ~ 7.55) ZfED
OEIE, NI —7 7277 2 WGl s doE 7o, RIBAKFETF M) T LADOFIERG 1T W ED B 575,



BWERICEE T A, WIS L AHI 7 Va0 — A%
HAWbZebH2h, BEHFHRIEHL LTI

PRI % 3B 35206 U 72 A BRI S AR D, DR DR
72D KD, W R LIS VEBYSE A SR 3 5. B 22 1
JEEFIE, —EICMEEZYUHE ST DL IICAZ LD,
PVR Z FF /=, #ITEREXTH5D.

LA, MEkHHEO_EFIZfE->TPVR S LA 5
728, HIET 5.

Dl Eo—feryih#E 2179 L RS, KBRS IMAEASTBAE L
CIMATEIREA AN 2258 7 PPHN I, Bl 4 HEaR#ED: (iNO,
B SERSE) % ECMO A Z R 5

6.3.5
PPHN [C339 % iNO

AEGIEY Y~ 259 % PPHN Tid, MimE Lok
LD VFL D,

iINO ZIFWIEE 7213 E 1 W IBic B W, BT E
ITECMO BARL 2 HAETY FARA Y OEFEET
P, PHREUETLIEDRENTNE® Zhs £
3 INO SRR RING A IR & L CHERR S NG, AR
BHKEY Y VAT HPPHN OO L, #IEHOERH
INOIZBUG L, FRF LD ST 5. @ 5~ 20 ppm D
iNO 2SIV 541, 20 ppm THIIAT 5 Z &A%\, 20 ppm
ZZ 5 INO DERFEILR FRELVUETLE V)T LT
<, BLAAMEZOE VIERCHOEHEDY) A 2
0L, WREEZ ST L RERICBWT 2MF
VR O Rl UL AE B xt 5k & LTV —F 212 iINO & i
H¥AZ 213, B3FLOHERS ARV Y SR RRE
ANV =7 (CDH) ®HEETIE, ECMOE A (BRFEIRH
(OD) : FiO, X 100 x MAP/ EiRIMAE/3E [Pa0.] > 20,
TR R AR B AR > 10%) F TOMEEL L L TINO
WEBEINDLZEDNDH LY, AHECHTLIET Y AL
&lﬂ 562)'

INO DIEIZOWT, EE 72T, oz Ak
FILOTGEDP S HLNIUL, @, 5 ppm F TILILEYH <
WETE, SHUMIZHIETESZ A%\ INO O
HIEICEESTPPHN DY NY Y RHERLNDL Z ENHY, =
DAL 1 ppm TTHEL THOHIET 5% &, TRkT5.
5 HEL 24725 C PPHN DOELEDTHR S N WA,
ACD 7 E OB METH 5.

6.3.6

PPHN [C¥3 % ECMO

ECMO &, AR RFALE REE T AP 2 MR L, il
DIEAEHRFRAAG TR 5 2 LIZ LA HLAEYEED

HIYTHEASNSD, ECMO EADRKEILITOLEB) TH
ZQ 564).

o [ENIE (PIP) > 28 emH,O (F#HEE RS S, [HFO)
TIE MAP > 15 cmH,0) THETHT SpO: < 85%

o EY) 2 ER IR PPHN 2 OfEBAN 4

o TGS 34 38

s fRH> 2 kg

BINSEE LT, O = 40 23l Hihr, KB &t
IO RIME, 12 ~ 24 FERIOREHY 0.05 mL/kg/
MR, ACHEE 7 v F—o 2 (LB > 5 mmol/L, pH
<7.15) DFFELHEITHN T2,

6.3.7
PPHN (S35 2 iiiS M FEAE S FEE

PPHN (28T, BT W] 58 70 il & 12 e i 3 3E
B 5T AREBIIE SN T D, EFICHIEHT A5
M SE G 2 P 59 A2, BAUMTTAISEIC X A1
FRROWES RIMEAEE L Z LIEETNETH S,

PPHN OJRREAFL 21X PDES DR HALSE S LT\ b
ZEMS, VIVFF T4 VD XS % PDES BESROA R
MRIEEND, FEBEPPHN OFAERTY VT F 74 0D
BHEHEDTRENTEBD, 6 B I EITRERGT05~1.0
mg/kg/ D HEAHCSN TS, 3 DDKRER
(177 A PPHN #14:18) DX Z BT S, YV TFF 74
VHERFLZUEEL, FECEL T S TREEIVR S
TV L IZINO 23# 2 2 WERBETld, PPHN O
BRELTUNTF 74 IVOMERAPERIND.

PGL & ZDOFER L b b0, DHE O
EHOE Lo, AT T ASHA 271) %5, iNO 12
EHPED PPHN FIOFE L% Szt § A W REME DS S
Tnb 567)7

PPHN O#rAER T, =y Py r -1 DS EA LT
W5 Kby LA PPHN R ELiE L7z & A IEBIEREE
135705, —AHERT I3 T Y AL L TV
%% FUTURE4 #E& (PPHN B2k 3 2Rt ¥ v #%
5) OFBIZGENLZLOTHY, Ry OFETD
LA ST g 70,

SN % L) IERITIE, PGE, #2757~ b T
BRE X SE 52 THEAMTIEMT 2 2 LD ERE
ENb. R LU THOBRREMEIKT 5.

PPHN |25t 3 2 KRB0 B F BB 75K
MR D% <, Sk, Al S R LE TH 5.
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S MEERIR A A F T 14 >~

. RIMEEEYY—DES

HAEMNIZBWTY, MisilEEY > s — DAz H 3
BRI TIZEA TR E ST 505, 3 LOFCKT
DYy —LF UEREEZ AT HKEE TITFFREL T
WEITHA MBMERELY & —OFRLICEL T, BRI
LEFEF 2 (BSC) / BRI #7574 (ERS) Ol I+
ZWr - BT A K54 > 2015" TIE, pulmonary hyper-
tension referral centre & L C\2 4. WCKTIE, L&D
BENIDLICT Y M AR50, F-EBRREEN
@i d, MiEMEEOREMREF ORI HAEENT
SR > 7 —HSFa &, BESICHILEFEINILTWw
5. WS MUTEY > & —i 2o R, Mis e EO#HH
BEz, ERIZ»PHLLTIRTZIT AN, FHiiL, @)
RGBT L TH L. T2, WIZAAT AN
EDBEHIEF TV, FROALSTIIE, 2L THEL
T2 THh5.

ESC/ERS DO MUEZHT - {GEH#AT A K4 > 20157 12
IRENTWALMIEMERE Y Y ¥ —DEHRE L TIIRT.
HADEEOEFIZEI DE I MIFNIL T, HEELT
IFEETRENED TSN TN 5.

V. BEFHEE [faE#ml & U TOE

s M hE 2 & 729 RO ) B, BRI & i+
fiE (ERfr 86), EMEMieZER s MTE (SREs
88), B X UHligH IR PAZEAE / il B I g (RS
87) 13, HE & L CEAGBEDED D L ZHDRFERE
THY), BMOFLIEIHE>THHL, HETIUL, e
Rt (FE#N) Han e Td b,

FEAE, EERIEIRt > ¥ — (http://www.nanbyou.or.jp)

BiEsMERE > & —13,

. ZHBOBEMERF — 4 (JEERZHRB L O R OB,
BRIRTEMARERG, WORRRHE, Ryt R — 1,
W) 70 24 WIS OFEMR) 12X 27 TR T 52
ESHEREE LS.

2. flix OEFH A (CTD WG, KIEETHiAHZE, PEA, i
FERE, BNSERMEDERBIGE) DS ReZR SRt / ik
CHBICHES LN TS, HOHVIEHRL NI TE
BRI B Z LR E NS,

3. PAH 7213 CTEPH B %47 { &b 50 FEB % A # 8l
22, PAH F7213 CTEPH ¢ Sl s mridiEz H
W 2EBILL EIZZ T ANL ZEDNEEENLRETH
%

4, L7 L &AM 20 EFI DK F M PAH, HH ARG
PAH, &z PAH B 512 B\ CIl s BUS B 0 32
WAL ENLRETH D,

5. Mgk & LR LT, 4 M AHB X OV 1 A PAH FiR
WRICSINTRETH 5.

AiE

BRI N TV RERESROZ L (EHIRy 102
PRI [HRA TR B - Wi MEAED).
PUFIC, B4 88 oR e Q01541 H1H
WiF7) ORI E, BEE R S NCBHEED— A
N5 (BRI, 827 BRsTY)Y



Iv. BEHEE [EE#R] & UTOMSMEE

BX1 EiREMSmEE (BEBRETRES 86)

<EBHRE%E>

FEIAR MRS MEEDZMICE, ADAHT—TIUVIREIC KD EIREOHEMEDZE S BIC, BRERDEICHITDEBIEZHIR O D
FiEMEZE R T RBDRANAZHDNE TEHD.
(1) ®&EMRR

O BLAT—TIVIRET

(a) FHEDIRED LR (ZEABSFTENIRITEE T 25 mmHg BIE, FBINEKHT T 3 Wood B,
240 dyne-sec-cm ° LI L)
(b) FEIRELAE (EODBEE) FESE (15 mmHg IT)

@ FOIARY F IS AT TREEIARRER L (RS EEEMEIR S MEE CIREEX FPERDINAREGRZETD.).
(2) BZBLIRNEREMR

@ DIO—REICT, ZRFUUBEHESZ 40 mmHg LI ET, HEMSREDZRLE LEZRD, AFLARZRDDE.

@ B8R X #RM% CRIBIARAEERDILA, FEFMERREDII\E

@ DEBRTAEEIEAFR
() EEEIARUIRKAR

@ FERFDEYIN

@ ZEF=

® K

@ FEMEEDFEEZRET DRZE (Il EOMENR D DI TERE)
(4) BREhERERTSIEREDIRRSFE

BTFOWTNMNCDOWTERITD T &

@ FRUEX (FEEERBIIRIE S I EE

@ BIERICHE D FBhiriE A= I iE

@ FLRMY v MEDRERICRE S FEhiR 4= INEE

@ PIBRETTHEERE £ D FEh AR IRt I EAE

® HIV BRI S Bl AR F= I

® ZEEIFFEDIMBIRIERT=IEE

@ IR ERARBICEG Ul ik 4fe ImEE

frerel, EREY v MEDEREICH S FiEREMSIEEDBEF, FMAEES MU F i TE BiEREMSIEEN T I
BEENRETD. ZORIE, DEAT—TIVEREFRE, DII—RAERE, WX - W5 CT EEDEBRRE, FREDKRBERRER
FgdT &,
(5) TEeOMEMEZRTEBERHNTEDR L.

LURDEEEBIFAEIR IS MEE S [SRENELDD, MEMEOVTIEFAZRIRAZBRUDIDDT, INOSZERNTD.

O EDREREICKL DML

@ REHEENU/ RIFMEBRIEIC K2 fs INEE

® |2mieER TS IEAE

@ FEEIREAEAE P EMMESE

® ZDHhDFhE MERE

TILIA R—=T R, STV ZEEERIE, V) UREMEE, ABIRKAEREE, MMEOLRMERSE, FMEIREFRAE i
BEOHNEEREC LD RNTESMEEEBL, FRSIEELD/ XIFEBRIVEICLDMSIMEECIE, WIRSERSENO XIFEBSRMm
JEDH CTIFEHRBAD TELEVWSEDMSMENTEFET DIEFNDD. CDHEAEICIFIMEIREMSMEEDSHEZMUTRL. ZOR(ICIE,
DEAT—TIVRERR, KX R, ES CT R EDEGMRE, WIKEERENRFEDHRENMEEMITD T &.
(6) SREEE

LROBEBZE Calcd T &

1) WD DREFMRDALNT—TIVERBEMRNRUMIMRY >V F IS AFREmIET T &.

2) A ITREREBODETERANTED L.

3) FEiREREMEEDRRIFEO~ODOWVWFNDICHET D &,
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<EEESHE>
Stage 3 LEZERRETD.
(GHR#RERsEns)
FTAREREE BREER ERHEIRE (mPAP) IR (CI) i EHhaREEE
Stage 1 NYHA/WHO #gen%8 I/11 40> mPAP = 25 mmHg AU
Stage 2 NYHA/WHO #gED%E I/11 EE mPAP = 40 mmHg BREU
NYHA/WHO #8058 I/1l & mPAP = 25 mmHg A&
Stage 3

NYHA/WHO #EEDRE I/ IV mPAP = 25 mmHg Clz25L/min/m* | SERADERICHEST
Stage 4 NYHA/WHO #8ED 8 lll/IV & mPAP = 25 mmHg Cl<2.5L/min/m® | BERADEEICHEST
NYHA/WHO #EEDE IV mPAP = 40 mmHg FEROBEICRST

PGl FifcgaE - BTN ki
Stage 5 ADMETSSEEEMEIRDE
E. mPAPDE ICE R 1F <
Stage 5

BRI, mPAP, Cl, FifMEMREEBDERE T ZHII R R Stage ZEIR

(EE%RBF)
DIJ—RBTOD o =
SHRHREHEREE (TRPG) RIS
" TRPG <40 mmHg
ab \*E = 7‘
Stage 1 NYHA/WHO #RE3E I/1l £ fld A TRAEL AL
NYHA/WHO HEEDFE /1| B TRPG = 40 mmHg fEREL
Stage 2 TRPG < 40 mmHg
ok \%E =
NYHA/WHO #$8E50%E | E Thld BEETRAL EARDD
NYHA/WHO #8058 1/1l B TRPG = 40 mmHg [Ed=2ka1e)
Stage3 | NYHA/WHO a5 Il TRPG = 40 mmHg EREL
NYHA/WHO #8858 I/l EE TRPG < 40 mmHg [Ed=Ekate)
s NYHA/WHO #8058 1/1Il E TRPG = 60 mmHg BROERICHEEST
tage 4
NYHA/WHO #8E0%E IV E TRPG < 60mmHg FROERICES T
FEROERICEST
PGl FiftgsE - K N EMiREADNNELS
ok \)KE = g
Stage 5 NYHA/WHO #8804 IV E TRPG = 60 mmHg 2% NYHA/WHO #8555 58. mPAP D& |
RAfR7/E< Stage 5

BHEAEK, TRPG, FMEBHEREFERDEELS T T RE B Stage &R

(BE)

- Stage 3L ETIEDGEL LB 2FEIC—EDDEAT—TIVICKZFHENEE L. LHL, /MR, BipE, HEEDZVEERLE, REICK VDR
T—TIVEETU R HBEWNESIR LI O—COFMBELA LT 5.

- EFETIEELD, TRPG @ 40 mmHg (&, mPAP O 25 mmHg ICPEERS . TRPG @ 60 mmHg (&, mPAP O 40 mmHg ICPCERS 5.

KPR EROEEEDEDEICIC BT HEEER

1. WRBHICAVZERKRER. REMRFICEALT, SHEELIFRORENGIBAIE, WINOHADEDZAVTEELZAAL (L
HREROBEE NI BNERE CH o T, HERAREGLDICRS.).

2. HEFMRICBIT ZEEENRITOV T, BEEZMEBRD T CREMIDN TV SRETH > T, Bl 6 H AR THROEBEVREZ EMAHIIT
THIELETS.

3. 58, FEROBEN LEDEEENEEC—EULITRYE LEVWETH S, BEEEREZMET 2 ENBELEDDITOVTIE, EREBMDI
RETD.



Iv. BEHEE [EE#R] & UTOMSMEE

B2 BHmeEetisnEE (EEBRETES 88)

< ESHREHE>
1M ERMERSMEES, F[ELUCMRICKDMERMNMEENICEAEZRZC L, MaMEEZ&EHL, BRKREIRE UTHIERIT
R E 7R <ERHDBHDTHD. REDEZMICIE, ALNT—TIVREICKDIMBIMEDZHEEBIC, MOMEMEZERTKRED
RN E THD.
(1) &R
O AN T—TIVIHRET
1. FERED LR (ZERIFOMEMRFEED 256 mmHg L E)
2. FEIREAE (EODBE) AES (15 mmHg BUTF)
@ s - MRy >F IS LR
BEROMICEBOLEVKIEEIRDARIE (segmental defects) 1Y, [MIRABEAFCFTURERAIETERD 6 DBULERAEDD
WEAREEHERAITED. HRIDBAEICE, 6 hBRICAZEDERNNETHD.
® MERER TR
B UemgCLDZELE LT, 1. pouch defects, 2. webs and bands, 3. intimal irregularities, 4. abrupt narrowing,
5. complete obstruction M 5 DD D BEAFEL EDH 1 DHEIATND.
@ KEpiER CTR
BECTICT, EBHitUmEICKDZE{LE LT, 1. mural defects, 2. webs and bands, 3. intimal irregularities, 4. abrupt
narrowing, 5. complete obstruction M 5 DD D BEAEL EH 1 DHEIEEIND.
(2) BELITREREMR
@O nI3d—
1. GEHKR, PREORFL
2. DRI SEICTHRSMEICHEHNE) (5 — U X FEWVWEEPEED R (Z5RAINMREHESRZE 40 mmHg L)
3. TAPSE (=5eHmiiEaEaman) DIET
@ BIRIAS APTR
1. EREBARIMEZF S EBRIE (PaCO:2 = 35 Torr, PaO., = 70 Torr)
2. AaDO. MBFA (AaDO. = 30 Torr)
® WA X IR5E
1. FOPISRRIEIAREREDILAK (L5 | SDZRY, NXIFHFIER TR @ &ARZ 18 mm LI L)
2. DEEOIK (CTR = 50%)
3. MBMEBREDBANGE (EGX(F ETE)
@ &EX
1. AR NUEESR
2. VITORZ5mmMYIFR/S>1, VBTDOS=Z7mmNIFR/S =1
) EEEIARUIRKRAR
O FHIERFDETIN.
@ 2MHBCHONDERREIR (RADHRESE, B KHs) B, DEICAE<ED 1 B ERDSNTLS.
® TEREEIRIMISEZ RO T HMRER (FROBERNOER) DLFEICAHELED 1 BRERDSNTLS.
@ FEFICTHIMEHEME N EERIND.
® MEpEEE2 £, MislEEZRR I HE2MEDOESE (Ip Il FOFTE, IV E, FEfRFERE, =SAERaEDd 5, 2L
BH1D) Hdd.
(4) BEHITREER
LTOMSIMEEZE9 DREIF, BHEMEEREMMSMEE CEEL, MEMEOWVWTIFAEIEX - BUEMELZBRLDDDT,
INBZFRNT DT L.
RN BT R ENAR A I E
FRIFR (1 D P s I
FERMY v > MEDERRBICHE D FEDAR I ffiS M E
PIRRIEFTEERE £ D AR 4R = I EAE
HIV RRZe (A D FiEhiRI 4 A= M E
TR, B A D BhEDAR IS M E
FiERIREAZE IR, A EMMEREE
e B A= I EE
EIDEORRICH D s MEE
MREREEN D,/ RIFERBERIMAE A D s EE
. ZTOMOMEMEE (VL34 F—=Y R, SVFIU\YZISEEEE, U ) (IREHEE, XBIRAERE, MMBOLRMER
&, FEIREFAE, MMEONEBEE KD RN IELE)
(5) REEE
UTDEBZETElcT L.
@ FFRERERT
1) WD DRBEFMBEDALNT—TIVIREFRZmcT T &.
2) DI DRBEMBEDMIRS, - IRy Y F IS LFRBZEmIcT &,

—‘.OFO.OO.\‘@.O"#.UJN.—‘

—_
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3) BMDIcHDIRERT ROMENITERFTRIEV UISHERESR CTTRZRlc T T &.
4) FRAINEEEDLTZERNCTED L.
XFMPELESUIC BPA (PTPA) HEATFERICOVCIIFERZRHIT D &,
© b
FrBIR O BPA (PTPA) FE{THIEZNIADBICKRIZ LU TCEHZI D L.
1) FfKR0 BPA (PTPA) T4l
a) FiTHDD L) BPA HIEIMEITEDECENHD &
b) EZMIDIz DIREFFRE DA - MRS > F IS5 LARIEVUIFKEENESR CT RV LIFFEBIRERPFIEDOVLWTNHET D
C& FIRKDEEEZ LTDBAIENAETS.).
c) ADAT—TIVREMRXIESE LT NEREMROFOLE T I—REDRRZECT L.
d) BRAITNEEEDLTERNCTED L.
2) FEFil
U207 hEQRMEIREEFEDBRICKD, MSMEEDZESHRPFR LD FEENEFERECEO>TVTS, A
B NEILISE.
a) IO DIREFROIRR - RV Y F IS LR, WG CTRREVUIFMEIRERIROVNTNHZHET DI &
FIRKXOEEEZ LIFDBEAEMAETD. ).
b) BDAT—TIVREMRXIESE LT NEREMREOFOLE T I—REDRRZECT L.
c) FRATRERERDECZERNTED L.

<EfEESE>
NYHA D#EES S, WHO s MEREEDf8Z B & (TER L IEIRRMEDEEE D FEZ AT, Stage 2 LI EZEWNRET D.

(RR#REREERE)
. TS HEDERE . RElF - BT HIEHGRE
e
HFREREERS (mPAP) MMEER (PVR) PaO: (Torr) EdE]
(R
Stage 1 NYHA/WHO #aED 48 | = mPAP = 25 mmHg E;ﬁ@ﬁ““[ f
(R
Stage 2 NYHA/WHO #8E97%8 || B mPAP = 25 mmHg Pa0. = 70 torr Egﬁo)ﬁ"“[ &
(TR
NYHA/WHO #8ES 48 || & mPAP = 25 mmHg Pa0. < 70 torr EE;@E"“[ &
Stage 3 NYHA/WHO #8ED%E | BB mPAP = 25 mmHg fEA&O
NYHA/WHO #8538 1II/IVE | mPAP = 25 mmHg Eg‘@ﬁﬁ[:%
(TR
Stage 4 NYHA/WHO #8348 1Il/IV mPAP = 30 mmHg géﬂi@ﬁm\[ (@
Stage 5 NYHA/WHO #% 88 23 ¥8 1/11/111/ PVR = 1,000 dyn-s-cm™® BRHOBREICK
E v (12.5 Wood &{i1) 5%

BHEAER, mPAP, PVR, ZHls - EASK Pa0,, FMMEREFEADIEE2 T 2T &b B Stage Z:3E4R



Iv. BEHEE [EEHR] & UTOMSMEE

(EFRF)
DI I—RETOD=XRFUN BivA T e TR DFIIFmENRE FMENAREEF
EHAESZE (TRPG) (mPAP), FhIMEEHT (PVR) felk HOT {EF
EdPc
Stage 1 | NYHA/WHO aE53%a | i 1§fgﬁi®ﬁu\\f R
(TR
Stage 2 | NYHA/WHO #aEs58 Il &2 ff;i@ﬁ'““ ﬁ‘
ab 2N\ *E
?:FYHA/WHO REDR I/ TRPG < 40 mmHg MPAP < 25 mmHg fEdzzFn]o)
Stage 3 P
NYHA/WHO #8E5348 || BE TRPG = 40 mmHg mMPAP = 25 mmHg f?ﬁmﬁ’“‘(“%
I F
Stage 4 NYHA/WHO #8E058 111/ IV E TRPG = 40 mmHg mPAP = 25 mmHg 1§§®ﬁ”“( #
NYHA/WHO # & 45 %8 I/11/11l/ PVR=1,000 dyn-s-cm™® ERADEEICH
IV E (12.5 Wood i) 5T
Stage 5 P
NYHA/WHO #5E5348 I/ B TRPG = 60 mmHg gf;i@ﬁ"“(“%

BEAERK, TRPG, mPAP, PVR, FHMEHNGRIEE /I3 HOT EADEEL T 2T R B Stage Z#ER.
(BE)
ZRANERERZE (TRPG) ODfEIE, BHEEIOOEA T —TIVET LITSRICIE, FARRTHNEZDEZFERT 5.

HOMBEERVOEEEDEOBEGICE S 2BREE

1. WREEHICBAV2ERRER, REMRFICEL T, SUEELICHROBENGZVEEICE, WINOKBOLOZANTLELIZAAL (L,
HREROBRZ NI BNERE TH T, HRAREGLDICRS.).

2. RERBRICSITBEEENRICOVTE, BYEEZMNEBRD T CREMIDN TV RRETH T, Bl 6 AR TRLEVREZ EEHHIET

TBHIEETB.
3. 5B, FEROEEN LEDEEENBETC—EULICEZE LEVETH DD, SREEREZHET 5 EABEREDICOVTIE, EREBRON
RETD.

B8 3 MEREASE  MEMMEEE (BEHRSETES 87)

< BRERESHREHE>
EEIEH
@ ALAT—TIVETEDEIRIEMEIEE (PAH) DRMEERECT.
FREREIFOALONT—TIVIREFR
(a) FENRED LR (ZEESHEIRTEET 25 mmHg BLE, FMEIKTT T 3 Wood 8, 240 dyne-sec-cm ° BLE)
(b) FHENREAE (ADBE) [FIESE (15 mmHg BITF)
@ PVOD/PCH Z5h B 2 S & & E CT (HRCT) FiR VNEMBREDIEE, RURE, JR¥., AUASXHFE (ground glass
opacity), g >/ \EEEX) KD, N DOREMAESRCIBMEMEEPRBRRERZIRN CTED.
@ EIRWIRIMEIRRE (ERA, PDES5 inhibitor, 1M PGI2) (CL DD oI/ FiKEDEFR
BlREIEE
O ZERRSOBIRMEZRDEDET (70 mmHg BITF)
@ BHEBERRES © FHLBBEDEBRISE T (% DLleo < 55%)
@ MRy >V F © BXEEDMRRIEZRDHD, FEFEETHD.
SEMR
O SEZIEESRPONEYFT U VERNY IO T 7 —I%RHD
@ BiczW0
@ BEFEDDDAICZ

< $ERIESHR >
DINDHEEZRNT D.
FFFME PAH, BRI PAH, Y SYFAFEN PAH, SEEE(ICHD PAH (BFRER, PIRETTERE. EXMOEELEE), WIREESR
([CHES PAH, (1BMMAEES 4TS INEE
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I ———————————————————————————————————————————————————

<IEEHmOZEIDAHT IV —>
PR TE2MmERp)] RO [ERRHG]] ZHEEEHRONRETD.
&8, [PVOD/PCHEEWVGI] (&, BAMIC PAH CHFTHIEETD.

(B2t |
e TEIER O @ + REZHH
[BRPREZIAHI ]

TEEEOVTNH EBICTHDETD.
c FEEH O @ + FEIEH @ + BIXKIEED S5 2 BB E
¢ TTEH OO + BIRIBEEET
[PVOD/PCH ZEL 1l
e FEEH O @ + BIXREBDSH 1 IEH
<JRIBESHRFRR >
PVOD : FRAHATESIR (BFIC/)\EERIEEIR) DUFAMNDSEE FRRD 30~90%) FEIZERR.
PCH : FifREEDEMERMNNEDZBILRUEE. 5T PVOD (T# Ufc kMR Z Z 3D DA H 0.

<EEESHE>
Stage 3 LZRRETD.
(FRFRERzERT)
FAREREERT BREEIR EOHEIERE (mPAP) MEEL (CI) FinEHRREER
Stage 1 NYHA/WHO #gEn %8 I/11 B 40 > mPAP = 25 mmHg AU
Stage 2 NYHA/WHO #8E3E I/l EE mPAP = 40 mmHg FERTL
s NYHA/WHO #EEDFE 1/ B mMPAP = 25 mmHg RSO CBEFERADHED)
tage 3
9 NYHA/WHO H8E3E I/ IV E mPAP = 25 mmHg Clz 25L/min/m?* | FRADEEICEST
Stage 4 NYHA/WHO #gED3E 11/IV E mPAP = 25 mmHg Cl<2.5L/min/m* | EADEEICHEST
NYHA/WHO #8E0%E IV E mPAP = 40 mmHg FEHODERICHRST
PGl Fffta®E - BTN EHREE
Stage 5 ADREBELBEIFBERERD
2E, mPAP DEICEEHEL
Stage 5

BEAEK, mPAP, (I, FiMENEEERDIER I\ T ZHIREBL Stage Z53E4R.
%H, BROMMENREZ A L cdRENRIL L, REZPIELIBEICIE, MIELREDEAAETH, Stage 3UELT S (BRI,
BEDMENREEREZSLHT S L).



Iv. BEHEE [EEER] & U TOMSMELRE

(SE#H)

(TRPG)

Stage 1 | NYHA/WHO #Es%a 1/1l & %CR(;? ;;%”}2'13 5 R L
NYHA/WHO #5434 1/1l B2 TRPG Z 40 mmHg FEFEL
S92 | HAWHO A | ez domme. BRBD
NYHA/WHO #5434 1/1l £ TRPG Z 40 mmHg fERHD (BEERHR0)
Stage3 | NYHA/WHO #8E5%8 IIl B2 TRPG Z 40 mmHg FEFEL
NYHA/WHO H#E4348 I1/11l B2 TRPG < 40 mmHg fEfE
NYHA/WHO #5348 I1/11l £ TRPG Z 60 mmHg EROERICRET
S YHA/WHO BV TRPG < 60 mmHg EROERICRET
EEOEECRET
Stage5 | NYHA/WHO #EEn4E IV & TRPG Z 60 mmHg P;E'i N%Y%Ziﬁjagfgiﬁgﬁfgf‘fgf
BAff75 < Stage 5

BHEAER, TRPG, MlENREFADEELTZMHTmEBL Stage &R,
5EH, BIRNATMENIREZER LIcOBRENRILL, BEERIELIBEIIE, MOMENREDOERAN G TH, Stage3UELT S (BEREFIC,
BEDMMMEIGREEREZRHT ST L).
(BE)
. Stage 3L ETIEADHEL EE 2 FEIC—EDDEH T —TIVICKZFHMENLEE LL. LHL, NRE, SiE, HEEDZVWEELL, HEICKYDEAD
T—TIVHETU RV HEWNESIR LI O—COFMBELA LT 5.
- IERETIEL DY, TRPG D 40 mmHg &, mPAP @ 25 mmHg (CPU#d 5. TRPG @ 60 mmHg &, mPAP @ 40 mmHg (CPLEd .

HOMBEERVOEEEDEOBEBICE S 2BREE

1. WREBEHICBAV2ERRER. REMRFICEALT, ZUEELICHROBENGZVSEEICE, WINOKBOLOZAVTLELIZAAL (L,
HREROBEZ NI BNERE CTH T, HERAREGLDICRS.).

2. RERBRICSITREEENRICOVTE, BYEEZMNEBRD T CREMIDN TV RRETH T, Bl 6 AR TRLEVREZ EAHHIET

TBHIEETB.
3. 5B, FEROEEN LEDEEENBETC—EULICEZE LEVETH 2D, SREEREZHET 5 EABEREDICOVTIE, EREBRON
RET B,
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TS MEERR A A KT 14 >~

R MSIEESESC RS0 (2017 F4EIMR) - MHBREOFIEER (COD ICRT DRT

fiofBE - —%
BRI | | ; . s R S/ | Zof | SrdRe
=5 BT | RE | ey E ks Fiak | FREeRgt | =T e T
(RRE) ; SEouc
DR
= 7A 0L J\A T)UESR VZAAYVOR | TURND - RAV7—X X
fBH HE— |Heartseed M =& HF—=H 47
Heartseed KRB
—7a F—I\ARAF AT 4 1)L
PUITAMG | D=8
PNOES T7AF—
BER G )\AT | PAT S REE
LER | RERRTE
SEEAET /N | EARIER
ATILER |Z70
FEARE
=N F—=3t ST 4R | F—=H
FE A& Ml =& J7—~X HHEERITZE
MSD ERFNRIE Ml =R
I\ T)UERGR MSD
HAR—U >V H—A 25 )L N1 TIVER
J\A L HANR—U >V H—A2T)L
ERFNBIER AS N
A Bl =R
RIERBIE
Y4
RS
POTUFY JPp—X¥a1—
TA AV Iv)
WA - AT T+«
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