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EOROEBICE M MERE X, REEBRLEZRAMELZ ELTELROER (F
NIRRT 2EBED LAVMBRANZHEHE L EREL S, HE, EOROEBICX BN
WIMEFEANER SNAHM L LT, OIEEAERED 60%, HRAERBED 70%, HEROMY
VEFEEBDIZIT 100%, FHRERKBIRAFERD 65% AP 2 HiEmMEREORREERE LTR
LHEVEL, QALAE~DOME, BEROALEFAR, LBHEBEHLAEOY XA Z7RTFE
%Y, @i, EHBEOBCKIHE) DALBEORELMA S, WiEiEEZ &L
DA EBEOHMLFRENE L, RERBITONE. —F, WEROMY, Hhrikie)
AVGHE, BRZETFVADRELIZ AL IZVZT, SBOMETH 5.
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EERERES
mImE
TEARER
BEATEY OERAE
WEREOEHEE
U fatE DS
FEEAE
{EIEFIRAIE / (BIBFEAMT 2E
KEARAERE / ABIRAEIETLIE
EEARAE / i
=DED
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£l meons

1. BRRMSMEESEOEE

[ZEOROEBRICKBMEMERE] &, & RRBERBDERECS LT, RROFET S
QRN MLEESE (secondary pulmonary hypertension) ([C/ 8 S 7z, €D 1998 £ 2 [
FBMEES ¥ RY Y A (274 7 Y 5H8) KBWT, WRMEEDCRELE 2% 5 20EEE
BT ) — 0% 2 B [HiRHIRYENR M | (pulmonary venous hypertension) 25 £ 11,
2003 EDEI/MY Y RY T A (V2= ZA58H) 26 [EOROEEZ M) MHIMEE] (pul-
monary hypertension with left heart disease) [CIFFRBERE S 7z, BIED, [ ORGEREICX
BB MESE] (pulmonary hypertension owing to left heart disease) 13 2008 D4 4 B3 ¥ K
POA(FFEL Y IR pSHVLR, SOHTFT)—ICRT AEMEELROEBRIC
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Lo Thirm MESEAERE§ 2 FRBFRZ L DEdIcRAL TS

2. % &
a) SZENHIRGE MEED S RS RS mEENDER

EOROEBIC K AMEMELE, W LER LAERE, M#fREDOHMB)IIR~D ZH)EY
BIFCE DAL S, EHICOALBE BT 2 MRERERT O, 4 b A4 Y DEA,
EBE BENERZEOA MV APDERREELEEL, WLEOY €7 ¥ 7HETL
TV EHEZONTWS, 7, REENIUHEIZAME M — X R % PLET 5 NEARTFE I E /R E)
RIEHEETH Y, FHRGOMWELE 7255 —B{LEFE (NO) L IUE, MRHMEERZET 5
LY PtV > (ET) ORFBRBANZ Y AL YRES NS, LAZBEFICBT 52— BRILEFEE
BTy FE) ViRELAFRE SN TS Y

BimeE Y €7 ¥ 7 ORBAENFR L LT, WEMERR, MEROEME Iblatim, b#Ek
DR ENBE, V) ¥ VERIRR EAFRD HNSHAY, congestive vasculopathy ([CH b IFEHY & S h
5OEHERBIIRICE T 2HRERETHS % ZOFTRIE PAH LHEAMNRLR S Z LR.0BHE
HBLOARERED) AZEAFELTHASNS.

SETY RIS UL RE A S BRAEERYIDGHR, FREAOMENDERKY, VR 7 KR, HRICK 550
i EOFMIETHTH 5.
b) & O£

FEERHIH LI R TR 2EEIX, KEICIEKR L Frank-Starling D % FiWT
DR REEZMERT 5. 70, AEREBOZBILICHE) ZRAMSEA 2R 0iE MEREC X 5 KBk
AT EDEME, FEOFRANL 25, RUNZEFEAMNILOABT O RN wall
stress XK S, WIOICHOLALITETT S " ZREIMSIELRE & 43 BHRERE A SN
METEZROLBED 2/3VLICHFEL, AEREREORVWEAF LKL 2 FULENBTY)
A7 BT HIEHVRESNTVS O

3. Mm{TEIREIC KB EE?
% 2\ RRM DR 22 2 AR B I IUE SO MAFHRE L L 2598473, Bl idbim

®2 MSDEEOMITHEICKSES

Es ERR
PH mPAP = 25
mPAP = 25
pre-capillary PH PCWP = 15
CO normal or reduced
mPAP = 25
post-capillary PH PCWP > 15
CO normal or reduced
passive TPG =12
reactive TPG > 12
PH : pulmonary hypertension
B{7 . mmHg

(R 2 &Y5IA)
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HFERAE TRV, F4H T VR Y Y A non-PAH PH working group DIEIRFENC & B il
MEREZE 7 70—F 7 T, &R =3WU % pre-capillary component & LT\ 5.

Bl 7 — T VRIS BV T mPAPZ25mmHg, mPCWP>15mmHg M EZRBoONIE, #
FEME VN MESE (post-capillary pulmonary hypertension) D@ & %2 5. & 5HIC “mPAP-
mPCWP" T3 & N 5 &MiIERZE (TPG) 2 & SZ By lifi & 1L £ 4E (passive post-capillary pul-
monary hypertension) & SRS PENili & iLEESE (reactive post-capillary pulmonary hypertension)
XTS5, wiEE, LA LEREOMBIR~DOZHHIEHE (in proportion pulmonary hyper-
tension) Td V), TPG, WHMAFIEIO LA Z\v. B, IiBHIR O 4R e MEDUE < Bl i PR o
BHNY ET) ¥ 7% &7 LIRET, TPG, WMEHLO ER7P» 6, WEHIRERZBEDRE
EASFR SIS & h ARG _EFA. (out of proportion pulmonary hypertension) L T\ 5.
B 1 ISR RAR RIS & B il LR SE 0 M AT B % BlR§ 5.

A I normal hemodynamics
Cl>3L/min/m?

FE (mmHg) 5 5 20/5 20/8~12 8 8 8 120/6 120/80

B : passive post - capillary PH

<:ﬁﬁwﬁﬁﬁnvemmj3ﬁgﬁfﬁg cl2~3

DAERD
5 5 45/5 45/20~25 20 20 20 160/20 160/100

C : reactive post - capillary PH with right heart failure

BEERNAR mememe) BREMUYETU T
hypoxia, cytokines #AREIEHE
NO{ ETt MmizpEE

it {}
< 4 TPGLR

20 20 80/20 80/40~50 30 30 30 140/30 140/80

B 1 EDRDERIC KB MmEEDRE
A EREBEOORE (C), ERE.

B EERABEICELS LA EDO LR E PANDEZEAIEHE.
C: ZBMEEREICMA, PA ORISR DY TPG P LERT 3.
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3] oty b

il v L S B D ERIR BT MEE RS RO AT T — /% T h 7 T -8B, A7
)RR 2 HSLEREOREER, VA7 5, BREERD ) A TERICEETDH 5.

1. Mg, 2%

EOROEBIC X 28 MUEEQREBE 2R & L TR IR 2o 1 M 5Vt % ik A3 3 T
bha. 7, WRALSBEICIIREGE, BIE, BN BERFHR2E? OBRKOES & 3) 28
BoObh, BAEPEAHENCRBIIEETHS. FEIRTIEINA VT A y0iEdh, HFO
5%, REEWEOHES, I, VEOFE FKisEk ZNOEFERIEE, KMHF7/—€h
EhSELMMEREOREZANT S, T2, BHBIREE, WEEEOMBIIR - AFEMB)Ofil
m, TEFOICHE, FFHER, THEEZ CEHLEERE OCAEOBMBEICLAET 5.

&3 WEMEEZSH LEEZBRTEDOBEZR
By 5ETF

ERPREVHTEL

OLFfif> 65 1%
o ER LU 2IRtEsamE
O ARFEDHEA
O, X&aRVUvoI v RkO—A
oOR|ImnE
O EHARER
O ¥&RA
o DFEHlEh

DHI—
OERBHEK
ofpEEEYEFU VT (HREE> 0.45)
OEZEMA
ONIA—HETOEERAELFEIEDOEE

PEFHE (DTa—1%)

OFIRZEIC KBER D=
OEE)IC K2 INHEHA I E DIEH
O X IR TOOTLICERITBEMULMR

(TR 7 £4518)

2. DII—HRE

MBMEENEDLNEZBEDAZ ) -V FCROVEHLRBRETHS. ZRAYHEEL T
KEHRED S MBIIRIGENEIEEWRETH 5. T/, £EE - BRHEOF, HIEFH - K8
RFADBEIC X ) EZIHESE L ABEZ SN T 5. EZIUHBEE L FEEXBENTH UL
ESEHRASICL AMBNEEL S . EBEHEEREL U CHiRE M MEIEA5A M iE#EEE E
LHKE R T TR L AR EAEIERGEE B E/EVEHTHA. E/RZEERAELIE
Ml A LMo, BNOAE - L I—ZK0RAEZH 70—F+v— b2 (M 2) T
i3 15 DLETHRAE, 8~15 DMEHEIXIIADOIEEL DMAEDLFICL YV DH2TEET S
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V. e RsMmEEDZRES & S28R

DT20ER, #ifE

Y
IERHBRERSS L /A= IRHE
LVEF>50% and LVEDVI<97 mL/m?
RETHHEZME, R, HERIMER, stiffnessDiEA
y | v }
RESHMTHEER | g ~7> NAT—h—
mPCWP>12mmHg E/E>15 156> E/E'>8 NT-proBNP>220pg/mL
or or
LVEDP>16mmHg ——} BNP>200pg/mL
i 4 4' V}
>4
T S’rmsec N FT—hH— TO—15i% am TS
b>0.27 NT-proBNP>220pg/mL E/A>50m%<0.5 and E/E'>8
: or DT 50#%>280msec
BNP>200pg/mL or
Ard-Ad>30msec
or
LAVI>40mL/m?
or
LVMI>122g/m2 (£)
>149g/m? (&)
or
—— Y DEHRE)
> HFPEF < L

2 AEEFEHEO®RENEDOTL (heart failure with preserved ejection fraction :

HFPEF) O&2ER

Ard : DREIEREATIEMIAR A KR, Ad @ EIBF M A KSR, b &= chamber stiffness E#, DT : {#igH
1 ERHERRE, LAVl ERABRGE, LMl ZEERFAY,

(>Zik 8 &W5IM)

3. @& MRI

WA OB, BEOHECERATHS. Y2 E— FICTLEOFM, B OHEED
s, MED S \VIEHFOMITREHHR & BBTEA S 1 BELE, Ol s
ZENRDONS, BEEICL Y LHERRPNA 7TEY 7 4 OFHIiASTREE 2 5. BIEEFTIE

WRHE(L, 58, BEoOMESFREI NS

4. DHT-TIERE

PAH & E0RDRBIC X M MEEDENCT A 7T — T VREVPLEL 252 L b5
Wy, BRI RTIE Lo, MATENBISREMCIIERE R BN 2 BRA A0S 5. pre-capillary
pulmonary hypertension JEFI TAH LA LEPFH, LRZNLECGEEEMEERICIZERE
TRAMEER, WMEIRBLAE L LA S+, post-capillary pulmonary hypertension D IATH)E % /R
3. BT LZEBOALTRSREZET 22255, —F, ALROEBICX 2%

166

T . EEESTER



1 ZDROERICK BHEMESE

JEHETH o THFRIEZR LRI L Y MBREAESET L RA L pre-capillary pul-
monary hypertension R BIEH{LZ R T WRENDH 5. S0 L) 2FE, EB) - volume - A§ER
FEAWIC LY PAH LIRAEDERIAREE S b ™

o) samosm

1. BEOEXR ‘

EOROERBICHED MBIMEEDHBROEARIZ, FRBICHTIHEEZITV, ZEEZET
ERBILICHD. WAL, RBEOHTA FI4 2EIC, BWiEREEZHOE LEENE
WOMA %, H4x DEFIZEDLETITY.

a) ETL0HE

VoV TUIVFTFUY Y - TVIFRATR YR (RAA) FHESE, B REETEEZ BV TR A
BEFEECLZL08Y)EF) v 72T 5.

b) HRFLDBE

PIRA LRI T AL SN BRT A P54 Y REEET, MENEETH 2. LEARLD
FERIE, EERABEZEICLAM) omEEMABMICEY 6305, FIRE WBECXs
AAMER L RAA FHEIRE, Hv ¥y AEHHELR CMELREIC X 2 BAFRREZTY, IE
RS ROBIELERS. 7z, IR ARBOMRIC BB FERENS.

c) RBEDHE

i MEE 2 APk L7 BER, T LAATF—VIldhb. HABRBEROFNL FS4 v
Tk, ERVFBEEOHBARETH-> T, RHRIGEHMEIIRE 50 mmHg P\ ki HUERE
RAPFLGAE, NBEBRE 7S A I ~TaTHELTWAS.

2. BIR&IHMEHEERSE

PAH D& 6 15 BRNE M IERIED, Bk HREZEA L2 ASIGEEEIC X 5
OAZICHLTOERTH 50, REFTHOILTWS, 70ASH L4 2) yBIUPLY FRY
VR O/NRBE R TR IMTEIE, NYHA ORBESHE, 6 0 BATHEEZ X Ot Ehs i
ENzA, AR E RS RBTEIFREEDRIIEHTE 2o GBS ZEEIEAE
ThHY, EOROERICEAMBMERETIZR )Y BfE, B2 —MLBRE% (0 3) o/
T 5 IMEWREINER Sh T3,

a) 7AR&Y1 01> (PGl) : TR7ORXFT /=)

PGL i¥7 7=V 7 5 —ERIFHILL, HUIEH cAMP IREE% LR 8577 2 M EERIEH
2HEATH. TARTORT /) —Vid IPAH OFHUENREREZR L2, NYHA 5EI~V, £
FEIRHE<25% D BIEOLAEBEZ T RICRPES 21To 2 FIRST RETIX, =R 70257
) — VEETIMEE, WBIIRBEAEOYEZ B 205, BERORMA & B S h-.

b) T2 R ZREERE  Aea>

v ) YidmERRMARBEREORTF FC, whznEMEER2ET 5. NYHA 558
I~V O#ETLAEEOCALBE NAZHRCHT IRV F D5 v ¥ ALk 55
(REACH-1) T, #5820 5 BERESRALEYHPIEEL:. 208, EHAETHT
b7z ENABLE RERR BN >~ F Y ¥ A (ETA) ZEMAFEHIE durasentan ® 5 ~ ¥ A {LER
E% (EARTH) IZBWTH FPHRUBFBRIRED SNl
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VI, 7% BiEMmEEDSRIEs & 288
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sz R
| L No, Y.
SGCRIME PDE-SM®
 riociguat | NFFTN
A < 1180
| 2 D
o ¢ NgaiEnd M)
TR l

vasodila

3 —B{LEHR-sGC-cGMP RZEEICIERMT 2 MERIRSE

riociguat IZI—EBMLZR (NO) BEEDEFHE L TL\BOT2BEICHT, —BRCEFRIEFIEIC
sGC ZP#ML cGMP DHIINREZ LR EES. £k, SN TFT7 1 cCGMP 25 BT 58
5% PDE-5 OFEEIC &V MEHGSRIERZRIRT 5.

Czik 11 KUHE)

c) RAKRVIAFS5—E-5(PDE-5)HEER : IIFF 71l

PDE i3—BMLEBREKDLH Y FAy ¥ V¥ —TH5 cGMP 2 FTAEEZETHY, GMP
DMEFIRIEHA ZWEET 5. PEE T TOMBIMERE % &6 L 222 IUErE8E 2 s L
L7z o2 DRERICB VT, PDE-S BERTH 5 ¥ V7T 7 1 VOEHE% 5 130l 7Bk
RWEIR LAL, RUTFBROUBFHIRER LA, WRAE,  FRIE PR i E iE %
WM& e LARBIZ R,
d) a[AET 7 IR U 5—ERBE | riociguat

riociguat i F —BLERZEMHTH HWHENS 7 =)VER 7 7 — ¥ (soluble guanylate cyclase
sGC) DFECFIMIETH 5. —HRILEFRIFERFMEICESE sGC ZHW L GMP RELX LH 285
L TMEFLRIEAZHET 2 (K 3). LIE, HELZEDLEKRBHFREHREIBDLN,
BIE, ESIGEAEI X 2B IMESE 1K LikER (LEPHT 3B) 2%¥ThbhTna,

3. JEEWEE
BRI OB A RE TRMAT B CHFNEROEIC 2 BT 5. $72, LEEREE
EREERNBERS (NPPV) LB LTEAT 2. KB OARLICBWTIREOHB 78
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(Chapter® VTED!

G

1) VTEDfRRE

@b TR

RIAFAZREARAARERGRAR S

» FU®IC
j (&9

EHIR AR SEE (venous thromboembolism ; VTE) i3 iREREHIR IMASIE & SN AR A E &
PEIREMETHY, TORBEIHRMBERED TN LIZEEL B, B3R, FORICHE
LAFETIX VTE OHERD LR WE SNTWizDds, mEOEAETEORKILIZEES 72020, ERE
D - PWHAOM LI L Y BWRP LR Liz720d, ZFOMEENENMERNTH S LHES
NTWb, XETIEZENZNO VTE OFFREBICE LT %,

0) S

1856 4E 12 Virchow 24208 L7z, I - M¥E - MEFBED 3 DD EFISMETERICE D 5 & v
IMEOEEMRIIIES B EDL o TV, REFHIRIMASE (deep vein thrombosis ; DVT) &, Jit
K, B, BRIT - REIBVR - PR LWL M5E) o2 EEE L, =X by YE#AOMHH,
By VIREPMREREBRE L L XY, ERERICOESED, FEZEIIHRETHSE1),
Z O AR AS AV AR 22429 (acute pulmonary thromboembolism ; 2 PE)DERE 42 1,
IR L TWARITET, BIEROFWLI ) I —7 5 A THRETAMENE WD, T3/
IV TAEBHLELPENT VDAY, 77—A M7 F X, EVRAT S A, FIESLNITY
BEFMEIN TV 2D, RITHEMRE S DIREN S, RBORII, KBSk E
THTHRIVELL, EBICVIEOBESEMT S I EMESINTVDE, TORELH
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mFES, NEREES, LRREETEC KLY, REHRACLEERRT D,

L7729 2T, VIEDOFIEF 2179 LV BEETH S, FIBOMAREBEOTA Ma s VYR
EVHTHENDVT 2R 3BHMET2L0W|EDIH B "2, YUZBETREESLET
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1. ISFEDRREEICDONT
FIRIEDOBIENHREE LT, F9@RBHRICMESTERIN, 0%, ek - &
BLTWLR, E0B, NWEOXL 75 L E20ZHE, B L O O /MR B RN T
PHBERTFOBESIREINTWS, —7F, MERTEZEEOMRERC€OBMEICIE, £FEY4 b
HAVPEECBEETEIEIRENTWE, BEILEAED L, HIRIMAAIXSEEE
WX YHIRBEICEE SN, Z0%, BEL - BT 5% Thbb, EEERI MR XY HE
ELBICMEERT A8, AEMICZMROBMERREShLE 2, BERHICZZOR
B HBEIC L W MEAEET S LIk b EHEIRMARE, FEEEHR & Y RIS T3
H~BO0BTHET 2D 00L WA, BESHIRE D PRATE, 1EIPNICZGEERIBRET 5
BOD, HERTHIDIITNTRRYE LTRET 5, REFIROMBHEROBRICIX, —&HT
FIRARES R SNE D00, HRAIIEEELLRENMICLVEESRL Y,
THDVT #%ET 5 &, HRATHOFZE, MEERFIREELE)BHEITHE EHEZRD
Bo REZBHMEIETHL LIXECERZFEIES Homans BHED DVT OFiRTH S, T
EDVT OMBICETHEIRZ -2 FHTH Y, BERMLREZHEHTEIIBINCES, FiC
FHRMRITEREL LT VWOT, ERECEBRSLETH L, ZOEIPOFRE LT, EHEE,
MFEDOWFFMEZEE R I V% VI X BMFHEMOWE % LI X )BT 5,

2. EREDIREICDONT
DVT TiZ, MBRDOFHEEIERD B VIZERIE L 2V EL, BEIFEREH S R~
BPERETABETERMLT A (H2)2%, BEHBEERS TSR 7RO L) 2% RIRRET
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REBRRIRINGE —~ SR MAREARE
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| e : 2R | 2 REMDEEREOERRL L TOEHEH
B BRe s

| REREEBRMASAEIC B UNT, FALBAID B hiE A MAR A HEA -
ERTZBRTOROPIESERREAY, SR
EREERET D,

i, EBIEIERICERLT 2720, WRNERSTICRKEEEREELH S, MEOHK
WKL BEWIHEINTEY, AEMEPESIEITFFIRECEE STV, REmgi
Bl s S ERILT 2 EmAsHy ¥ BN - THREIRT, B R BT Tl i B Hi <o
BMEOER) 2 S X ) RSN, MM TRBTEIICED TR Y FERIC LD
MAADERBENBLDEENTWS Y, EBREORERDIE, HEEERIMEDFERCER S
LEABDRTH B 2 EHFL VDS, FRHEOMFBRITICE ) ZOBOMEYETZ L2H s Y,
BT HEEPENELERIZ, ZODVT OERICL AP, FOEEEIZMREROKE
SEHEENERT 5. D720, BEFTIZRERIRY S PR OERIE, RRICRIEER X D
FAEM 2 5 DERICE 5D OWE WD, KEUMTHRELES Y, 72, PE OERED 30~
60 %IEAH L ENTWAD, MEFEOEFNTDH, FIRICX B8 - THREIRICH - IHOZER
BEOBEENTFHENTNWDLZ DS, PEDERIFIIEICDVT THBHLEER b,

(2)) FEMEMmERHIREDRE

FRAOBBEAED 7D FENC & o THIRIMASER - 485 L, REFIRAESEIIRE - I
LR TH 5. EFEFIRPEBEOAEEALITEET 5 —REFIRE & BREEIRE - M
BUERIR S - 1R & OEM R SICRE T A R ERIRE IS 5 A0, —REEEHIRE &
FWAEE - IEIR - HEE - BEENERICE 5 D0PFL V0L EIRoTEBY, MEVWLorED
5 EBED 40~50 %, THD50~55 %IZEHLTED, BLh2%bDZLBED 10~15 %,
LD 20~25 %IEDT B EME SN TS Y, REEMBEEREE, THEERENO L
T o, WARES - R, BELROICLY, EEFROLERLIRICIVELSLNT, T
BRI XA PE OBBRRTFO—2 L LTETFLRTWS 7,
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