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[FfRB D s MEREREN 1 K51 /)
RHCH=DT

R OMiE MTERE (pulmonary hypertension: PH) #' 4 K5 A4 »IZ#H4 2 &, PH BRSHE O
3 #£1% [Pulmonary hypertension due to lung diseases and/or hypoxia| T& 5. HAZEFUZ [k
BBIV MR L 2MEIIERE] 245, SHICHSEHEZEE TS L, [iRE] &, 28
B ZEME iz B (chronic obstructive pulmonary disease: COPD), R MEMige ., itk - PHZENE:
fs g 2 £ ) i (GBS BRI FHESE © combined pulmonary fibrosis and emphysema: CPFE & [
) ICEYT L. [MRERE] 1, MRS, Bt SmAERICENS TS, [iRE] BX
O/ F7203 TRRE ] v HEE0I2IE, [N X M EE | B2y o—ife LT, K
W3 ] 2 & Bl MUERE DWEIS A 33 5 &0 ) BRPE TN TS, [ ] IIRMKRE T
HoHL, Mk LTORBETHH 5.

i B X A iUESE (due to lung diseases) | & [lige B2k ) MiEfilEdE (associated with
lung diseases) ] (&[f] U Tl 7z v, [HFEEIC X 2 MiE MTERE (due to lung diseases) | 1%, Mg EIm
Bo—EE LT ROMWK, B3 MiEREOMgH#EZL (VE7) ) By, Thic
X B WS IMESERE O Th A, [ Mg BIHE S BisiEiE (associated with lung diseases) | 1,
i IR RE &S, 1 BERTBRPEMG & UL (pulmonary arterial hypertension: PAH) 7z &3]
DIFREDSINIR S AU THl S MU IE AL T 5.

Mg B X A PH, BREET 3 PH ORI, Mio92E - MEWWREDOA TR, 18 PAH
DEF, PFEE LTOROAET 2bL 28 PH O%EE, X 5PN - ZE8E D EHE
%E, % OWEBHPRIEL TRV L TV LI REMEDSH 5. MBI PH OG22 B0 7046, 1,
28, 3, AMOEEDPBEAEL TV LWRELNH L. ZL AL PHIGHIEIL 1 PAH 204 &
L CH%E S MR FRERD M S MARBKRE SN TE T A, 3MEPHIZIZTE T Y 20 H 5 H R 7%
HERED L VOT, BHEREE (IR T Y A% v) DANC R, R CIEG®
WD D 5.

Mg o, R, BEOSREEZL 7 812 X 2 MER O, RIRKFEIRICZBIT 5
R VRN 5% (hypoxic pulmonary vasoconstriction: HPV) %, 3# PH BT A 1TITHEL
7 PHESERT L £ 2 S s, BRIR 2 PR 221203, PR 1C PAH & Ak M4 L) €
T 27, FEmAROIEK,HhE, SMEOZLH RS ST b, PAH BROIMERZ L, J71ERE
DMIFTHEIMAIETE S (MEFEOET), EBHFEROETICEKRL) 5. ML XV TEZ 2
&, THPEVERE A BT 2 A ISR RERE 5132 < OBFZE TR ST 5. PAH OJFREIKAIC
B45-L 9 % PDGF, TGFp, = F+t1) » 1, TNFa 7 L&, BEMEMEEO TR b
TWwb. 3HE PH RIERE T 2 160 & A% L CE R L7ck, PAH JWREIEH S T 2 il 4 ke
WA REMED S 2 RENIEEPHICE TN TWAD. 38 PHICHHFT 5 PAH BRI AR 2 133G
WIRETH L 00b Lty Lo L, AR X 0 I w 2 OB 13 58 7 2 BB 25 R .



S5 UAEMRETH 2 ORI X ) IMERZ IR 22 WaEd H L. KBHEAAL FI( V%
FLDODHIIHY, PWDHTHEKL.

KITA FTA4 03, B 1FETIE, MERESHED i T RE O €5 & GHRRRE 2R3 &Ik,
COPD, Hp5stEmisiesE (idiopathic pulmonary fibrosis: IPF) % & & & Mg, CPFE, Mk
B ERE, MEARIPILEEIZHE D PH ONREE - I - BRICO W TREMMICE RS, H2 8, Z
WHAFITA Y THY, BRWICERLFETHS COPD, MEMEME, CPFE 25 PH EH
WZBWT, BRI IERIEZ V5 2 E2MERRE S LS 0 & v ) BRREER (Clinical question: CQ)
IZ2WT, GRADE system #[{lW/2 Y A7~ 74 v 7 L a—, BIOHERZIZOWTRELTW
b, KIARTAYBRENZ L OBROBTIHH SN, BHO—B), SHROWIEDRMO—B &
b EEMFTS.

20183 079 Y AD=Z—ATH6 FMiIEMTRET — IV F « ¥ Y REIT A (2018=—Axik) A
Bl S N7z, TORFEIIBWT, MiEmEEOZREEL LT, PEMBIRE % 25 mmHg 75 20
mmHg I FIFAZ L shsz. LaL, T02018=— Ak TOmm I L Tid, ¥72—%ED
AP ON TR Wiz, KSHFTA FI4 VI3RS Ehnwz L& L.

20184101

JE A7 R E e B Al B & ER VR B BOR I e 32

[ TR P S R - s U RE V2 B 9 % A AR AE | BE
WFFERERHE 98 v — 0

GWAA 74 A ERE R %R
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2. BT RE D BT MUERE O B 3 & TR woreeeeeeenns 5
3. i IR S RS MU RE |12 2 AT 7 TS AR oo 8
g2=

GRADE system Z W72 YL T2 IZE TV ADTY AT
F 4 v 7 L ¥ 22— (Systematic review: SR) 3 X OV D4

KLENA FTA Y ORI « BETE cooveeeenreeeiiieeeien 3]
HA RS54 AR TTIHEDREME  covveeeemeeii, 37
CQl COPD (Zff 9 i m MUEAE B2 BT, BRI 4 DLk
%%ﬁquézkﬁx;}ﬁﬁéhij—ﬁ:? ................................. 47

CQ2 TP IZfE ) i M B 1S B\C, SR Al 3 sk 3 %
FAVWD Z EDHEIZ KT T2 covevmmermmmeeii, 58
CQ3 CPFE |24 ) Ml & M B 12 BT, B AR il ifi 45 P
WA WL I EDHEIEI N T TP oo 68



w5

(MEREBICHE O MENEE ZEAA K1 ORTEREEASNIEFHE)

PH : fili& I+ (pulmonary hypertension)

COPD : 18P 2Ze i & (chronic obstructive pulmonary disease)

IP : B PEN % (interstitial pneumonia)

IPF : 558 PEMisEsE (idiopathic pulmonary fibrosis)

CPFE : ZJiE & PrhtififEiE (combined pulmonary fibrosis and emphysema)
PH-COPD : COPD 29 Mim i+ iE (PH associated with COPD)

PH-IP : MMM 262k - MiE i+ iE (PH associated with IP)

PH-IPF : Re7& VNl (20 5 Iti& ifilEsE  (PH associated with IPF)
PH-CPFE : CPFE (Z4¥ 9 i i€ (PH associated with CPFE)

PAH : i Bl R i w5 a5

mPAP : B8R FI)E (mean pulmonary arterial pressure)

RHC : £i.»# 5 —5 )V (right heart catheterization)

BNP : Jixt:F bV 7 2 F)JRX7F ¥ (brain-type natriuretic peptide)
NPPV : JE2 1K 512583 (non-invasive positive pressure ventilation)
AHS : i S E R (alveolar hypoventilation syndrome)

CPAP : fifii % B+ (continuous positive airway pressure)

HOT : fE##: (home oxygen therapy)

LTOT : EMM##: (longterm oxygen therapy)

SDB : IR [E D (sleep disordered breathing)

OHS : e 5 e (obesity hypoventilation syndrome)
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2. FiRBICH S S MEEDES &infiis

2. FEREICH S MEMEEDER & aREE

12, MBS IR MU O 58 38 & IGHGRTE, B X OV3 . Mg BRIl I o (2
T 5 RN LG ESRMEONEIL, [HARMERSGY S, HAMS M - W68 526 ) s 0 e G
WA N T4 220184 (JCS2018 - JPCPH2018) | (FER fHH E— @ BEMESRHOR =R - H I B 4
B EAEREIIR L 205, WEMICIEEEO WX 1T 7.

1. WRBICHES S MEENES

Mg AR S IR e AE (PH) <&, RYEREENMRE (COPD), MEMEMEE (IP), R
PAZERL DR AR & 7R § € OO S8, Mo SEmRE, MR, MERIT-I s % 3R
D EFS. EoRBIZE L THIEMHZ PH OUFERIIAHTSH %%, FRIIZIE COPD, FFsthti
MEsE (IPF), U GENifESE (CPFE) (289 PHICHEMB S 2 A% .

COPD, IPF 7% L @RI o MR VENG %€ Tl BREhIRVENG S e (PAH) &P % LIt PH 2%
BT 272/ 94 705, s 38 PHEE TIHEBHIRZ Y, PHROBLEEHEL D 2
B MEAE 2 2 LT 8%, REHRZA & OMERE ORI ASESHIR, PR LEB/RLTEBY, £
DELLREDOREML LTV 220K HENIIRETH 2. [IEABENRKMEE (CPFE) 0%
X R - PR OB D B 25, S & MG PR L TWw s B TiE, COPD, IPF X
DEBEICPHAAHF LT A REYNDH 5. La—KEL A0 7T —F VA (RHC) 1%
COPD - BN 124 ) PH 22\ LIk PAH OBWICHHTH S 2 &1, MO PHEELFEETH 5.
LAL, WREHRZ %MD 1 # PH A% (PAH B#) L 38 PH (igBIctES PH) B o#mIc
H7zo Tk, PH EFFREHREON S % B L L TWAIICBWTRATE 217 LEXD 5.

3% PH 122\, [out of proportion] & W9 HEEIXMH LW EA% T L. COPD,
IPF, CPFE 28575 PHOEHRE LTELIZH VLI L 2T S GHEICE L TIX, ZicE
ML, SEI U CTHiZEICEERWAZ4T)). HFiE PH O% (X mPAP > 35 mmHg & 2> Tw3
D, SHRONIERERICE D) S SR BESBEEZ2 505" (1), RLITRSNTWLETER
RESIZEH ORI EF Y AR ER TV,

®1. 3HPHOERLCEEPHDER
1. COPD/IPF/CPFE ®#WiTdh %%  PH E %> (mPAP<25 mmHg; non-PH)
2. COPD/IPF/CPFE |2f% PH (mPAP 2 25 mmHg; PH-COPD, PH-IPF, PH-CPFE)

3. COPD/IPF/CPFE |29 4 PH (mPAP > 35 mmHg ¥ 7213 mPAP > 25 mmHg 3 X 08 CL{&f# (<2.5 L/min/
m?) ; FE PH-COPD, i PH-IPF, #jiE PH-CPFE)

(CHR 1 X D51, HATER)

[HJE PH#E] 1213, PAH & MGIE Y €7 ¥ ZFHPER STV 2BV 0@ % 13T E R
BO—H GEEPFEREHIRIZ D 2 A% TR DT & 0 b PGB O T S LWk e &
AbNA) EInsd. HIEPHEICET L PRARERIZT 2 REOH 5 IHERERE LTL)~




3) BPBEFLNTWA.

1) BbEREMAE OB T A S HE S B D EOFERITIE NE#EZ 2 L Twb

2) MBI SR RE R OB T E AR D AWK T LTw 3

3) EEIFEIIRIMERE 5 (BEMME) OFLWKTEZ#ED 5

Mike7Ze 3B PH % (PAH OEEDIE TNV ER) ICHERBGEE & 7 > T\ PAH (G
OB AT HRICELTIE, FTFEEPHIEICESZYTTWLIRETH LA, BEEED
7B L TREMIEEANDORBAZITINETH 5. i PH BH 0T 2588 2 B st o e
B L i3, PH &IMIREHEBOM S 2 EHMHE LT IER~ORNNEITIRETH D

2. FhfeBICEED IS MERE DS RIEHE

B EATRE D PH oG, BEIRIFIZFEE 2D PH OG#, 7% O SRR e R 12 fE 5 PH
DIRICHE S 5, HIEL, T AL, (327 7 22T (THAMEERSGAS,  HARMN I
JE - WGBS 2 E MR R AT A B4~ X 05IH) (£2).

RO L NV E RIS ORREIZLUT oM 2O X, 55 GRADE ot L Fin 5
IEFZALANIL
Level A (%) SROBEZNGETHL L OEEAHRRBICL ) 7= 2o Tw a4

Level B (H) PEBOBEENG LT HRONTBOMAELRER, B 5\ ILIEMAE 2R F 72 3B WSRO
MBS T — 7RO TWAEE.

Level C (1K) B OGEIEIE DO BB E 7o TV BIEGE

#iEy X

Class I FH - WHEPEH - FITHHI L ICOVWTHEHEN TV D, HDVIERMDL L —FHLTw
A, (SR HI5)

Class II FH - BBOE - BT AT =7 ARSI L TW WIS H 5.

Class Ila T—=5 - WEPSHM - ARTH B WRENRE . (BETXE)
Class IIb T—=% - WX DA% - ARSI EHEL STy, (BELTD Lw)

Class I1I T - WBEPEM - AT R L, BRCEEL L ZWMEMINEH SN TWE D, HEVIIEELD
RRAIE L =L Twa, (JEsEa)

F2. FRRBICHD MHSMEEDEE

3 s o2 | TS
IR MRS 73 55 Torr LUK O RS BERFIRAS A % #F 5 FEBII K3 5 Sl W o Class I A
HE BN 9 B iR Al Class I B
FHE TN 2 W) 7 Class Ila C
mPAP > 35 mmHg @ PAH J5Ré% G069 % PH IEGII X3 2 il 135 PRk Class Ila B
W M IRE 57 Vi IR ARG R 35 MIAE & 11 ) HENPION A B0 3 2 R IR SR e i Class IIb B
mPAP< 35 mmHg OMfi# B D PH FEBI 63 2 Il iU 45 L mme ik Class ITb B

6 MEREBICHOMSOERE ZEIIRIT1>



2. FiRBICH S S MEEDES &infiis

RS NG 40 A 0F L 2B S IERE ISR 3 2 U+ ¥ 77~ ok Class III B
FEFEME I RHERE (2 & 0F L 22 B S M ESE S35 7 v 70 2 v 7 v ofkh. Class III
*x3. EEREMEREEICHS e MEEDRE
o o IVFV R
A HedEy 5 2 L
T s M 7 it 72 5 IR MR s 9 5L 20k 3 % CPAP # i Class Ila B
TR IR & B B ERIC 3T 5 NPPV A Class Ila B
M5 B 2R B R Class IIb C
CPAP/NPPV & 25W EC, BYIRIMEE S 2 55 Torr LT i BERFIRAS 42 % £ 5 SE B Class II c
W B AR TR
mPAP > 35 mmHg @ PAH 5% &0F3 % PH SEFI A3 2 Bl i 35 i 4 3 Class IIb C
x4. MREBRTKEREICES B MEEDRRE
- oy = IEF VA
HEaE s 5 2 Ly
NPPV (&5 Class Ila B
CPAP/NPPV (&AW #EC, BYIRIMERF 53 E 55 Torr LAF O BEFFI AN 4 % £ 5 SEFI IS Class ITb c
xt3 B FECHE W
Xk

1) Galié N, Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary
hypertension. Eur Respir ] 2015; 46: 903-75.




l 3. WEREICH S HEMEREICHY 3 BRI IHREH]

3 =
[1] EEAZEEIESE (COPD) (LS MEmERE (PH-COPD)
1. PH-COPD ®Jif
PH-COPD Dl - 3T
. HEJE PH-COPD
. PH-COPD (3#f) \2hd % EMERZ%EH#: (long-term oxygen therapy: LTOT)
PH-COPD & IZx3 5 PAH iGHEOFIIEE ) X 7
. PH-COPD 2} 3 2 H#E3E 3 R & (G

S O s W N

[2] BEMEMESICESWELERE (PH-IP)
1. PHIP O3 - F#

2. PH-IP g

3. PHIP »# i

4. ¥EJE PHIP

5. PH-IP ®ia

6. PH-IP ¥ x)$ % PAH iGEEOFIEE ) A2

7. SRoORYE, R

[3] WRVAEBORSEETI ETNMOERBEBICES MSMERE (PH-CPFE)
1. PH-CPFE ®¥E2%, il
2. PH-CPFE ®#H
3. PH-CPFE 0
4. PH-CPFE H#\ZxH9 % PAH B OFIZE L Y A 2
5. SHoEYE, E

[4] FbRR{EIRSRAEREE(CEE D Wi MIEAE
1. %% - R
. OWEE - TR

EVg Y
. Bz

R

= w Do

[5] WSIERIEICH > WEnEE
1. gE - A
2. Wi
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. PR, HAEREHE
R

. TBERIR

. ARORE, SE

S O &~ W

[6] BERRFEORFEECHF S IS fnEAE
1. % - HR

2. JNRE - PR

3. Bk

4

(4

R




[1] 1BHEAEMHAESR (COPD) IS WEMmERE (PH-COPD)"

1. PH-COPD 0O#&i&

PEPEPAZEMERIZ . (COPD) (2fkE 9 Misii+EsE (PH-COPD) o453, COPD @il & PH
EFICEVEDS., GOLD S TAT—VIVORZEEZNR E LTI, ®K0%DEET
mPAP > 20 mmHg T& 1), =D Tl 20~25 mmHg FEFE D2 PH O 38 2 il 72 X e v BH DS
®b%<, 35mmHg Y EOFEREPH %235 EHIE2~5%TH-72". COPD BEIZHBIT A
MR 28 DR BRI 19 28 (k 13 PH O B 1S & BIFRAH 0, FAEBITld PAH ICEML L Twz”.
COPD & T, HEEEOMEE) TS mPAP 25 EAH§ 2 O MBYTH Y, 2D mPAP @ L5713l
miEmEY: (distensibility) & M OFFBEAEY) (recruitment capability) DO TFHPEZRL TW 5.

COPD (23} % PH OBEATE X BH IR TH S (4F 1 mmHg Kilio mPAP F5”). L22L, COPD
BHEICBIT 2 PHREBIL (PHORENPEETH-TEH) COPD OFHRIERNTFO—>THY, PH
DEFEEE DI T 5 mPAP, MilM45HEHT (PVR) & AfE3 I3 AH B AR A3 H 5% 07,
mPAP > 25 mm Hg ® PH # 2 L C\»% COPD & D 5 A 4F1EI36% TH Y, 1HE (FEV) Z
PZEA AT AL Y b, MMATEEE O TIPS T L LTEETH L.

2. PH-COPD M&2Hf - 5

T2 —HediE, PH-COPD % IEREIICHM T 5 1CH 72 o THRANIH W SN L BEZWTETH
5. LHL, #ATL7 COPD ICBWTIE, MioEadn GBERIE) ozolcta5 2Bt
T, BWULFHEATELRVEELH LI ENMONTVE., WRERELX AT 2 BHE BT 5.0
I X B PHBW 7 — % % RHC 7— % LI % &, BPERhE1332%, BEERHhE13293%
L o#ED D A, FEhiE PH-COPD I35\ Tid, BNP 7213 NT-proBNP D Il 44 2 A5 B 7§ 5 A%
H155: 1 PH-COPD DMK KL, EHETH-> THOALAEDOBITZNEETH 5.

RHCIZ PHZWOT—V FRA ¥ ¥ —FTh ), RIIHITFS L) REEITE, BEMREEEIC
ERINLIRERETH 5.

1) BRERHIC AU 72 3R A5 2 & HIE S B 35y

2) FBRRIEAL BB BEREHIBL O AT B DR B B O AT 721 TR O e W

3) HARHEEEDH#EST (PaO, DILT) EHBRLAEEDET L IIAH ) HVos

4) KB THRIFMAES AWM SN 54

5) JERBEAFHGZ 1T o 725, HAE PH 2%%Ebh, S 5% 50EEBRRE LY A R —~

DBMDBERE S NLHE

6) FEinak PHEERE A E D%

RHC &EBEMREBROMNIC & 2 5HliT, WL L TIRATPHNOKTAETH L D%, PHIC
L BERF M DT DT TH B OFANATT X BRENED D 1.

filig #1233\ T [in proportion] PH (#90) & 572 PH) &) JFEIE, (KERZEIAE 2 £F 5 IR 25
B X B M OB UCEE D B RIS RNER O L Z2RI L, 2k ) PVR ERASRE 2 &
W) FIRICEE DWW O TH B, —TJ7 [out of proportion] PH (4850 A7 PH) &%, PH O HEHE

10 MRBICHSMSOEE ZBEAIFI1>
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FEDSPIR SE BAC X B I SO BREN DL 2 ONA U ETHH I LZRLTEBY, DTONE
ZHifEE LTwa. 1) BUEMREEEIMINE ) €7 » 7 o5l &4l 2555, MimiE) €7
¥ IR REREE L HH OB R T LD B, 2) BYEIIREEEICB T S PHIL, IFEEHRERO
W BMRZ < TRRIC) BBIL, DHEMPIRZHR B ORI & I3 L C#EIFLY 2. LL=—2A
KT, 1) REEFEMEED80%LL LA KIEL THHTPH 2L A2 L, 2) mPAP > 25 mmHg
R EARIKETD [out of proportion ] & A7 SNDWHEMEDH 2 Z LR ESN, ZOHGED
fEHIEEET B2 R& & S,

3. EifE PH-COPD

[#AE PH#E 1, WERROBREFEEERENRD Y, TREOMINE) €7 ¥ 7O s bR
LB THADH. COPDIZHBIT L [HE PHA] 13, PAEMRAREEICX DT LE@EL 35
WCRIEICEAL X85 &) RiiREEZE-> TV A A2 L, National Emphysema Treatment
Trial (NETT) O34 & 7% - 72Mi%EEEL 218 AD~ 1 %A53%43 5.

20124F Chest fEICAFR S N72HF2212 & 5 &, COPD fE# T mPAP > 40 mmHg %2 /7§ E#H Tld, iE
OB M RT (QREEIRIMER R AES X O lE BREFEHEEOEEI L HITET)
DR SN2, LT3R S T 7z (PaCO, AV T 2//9)Y. —J5, PHEBOZW
v LIdh&E o PH 27879 (mPAP : 31 mmHg) COPD M T, #&maEic X 2 B R pE
UCH Y GEBROIIL O T, BRIL PaCO, @ 15, MEERFMIIME S hTwzY.
PH % Bl® 72 \» COPD #.% & ¥ L €, mPAP > 40 mmHg @ & j PH-COPD ¥ Ti¥, —##&
(FEV) Z=ETH Y, 65 HATHE (6MWD) (ZKfE% /R L C\w/z. FjE PH-COPD B I1CH
B EBR R E I EE R 2 X HICHIR L TH Y, WEHEE - S 2BRE VI BRI L D EET
REPFELEELONLY,

Z N F T IPAH/HPAH 3% 0 i8R TR REBRICB W T, @HFidn gt LT i [E.
FIFEEREN NI & | DEE SN TV 5205, BE~PEEOMEERARED D 5 BHTEIT—
HBEINTWEETY oo TRABBONZETIE (IPAH BEL716I, “FH4ER © 5%, F1
PVR : 1,371 dynes - s - cm”), “F¥ FEV & FillfiiD83%, FEV,/FVC (18 ZIMiGeE) $id
76%TH Y, WHLEFHD2%I2BWT, FEV, /FVCH70%% FliloTw2Y. Zo k) gz
23T, PAHEFZWNGE L72T ¥ ¥ 2 LHEBEBROBRIERE L LT, RO Tk 5l
MWRE SN TS - ek < FHED60~70%, FEV,<Flfiin55%~88%, FEV,/FVC<50%~
70%.

2512, MigEE (£ DbiF COPD) L RONLHHETH Y, MiEBEE O PAH FIEIZ LT
LY 3FEPHOMIRZIT TR, HEMICOEIDH L. IREBLICPHZRLTWEEEE, 1
#f (PAH) & L<E 38 (MigBIZME) PH) ICHHT512h72), BHOZOOHEELHK]TITR
L7237, TRED R EHEH D 5 P80%, BRI T 2 080D 5.




F1. 1#PH (PAH) & 33 PH (FiAEBICHD PH) OREEFDHOEE Cikl7L 510, HAGER)

1# (PAH) |2B99 5 JkiE NG A= — 3#E (i BctE S PH) ICBI3 %2k

1B % 72 I3 b aE PP AR I ~ Jp |2 7 P

% FEV,>60% (COPD) % FEV,<60% (COPD)

% FVC>70% (IPF) % FVC<70% (IPF)
Rl MR
o THEERE ERMEEE CT 2% v > | B 2508 2 EWRED b
PEBR PR IR D EBR R T PRI O

W T )0 HERY R A

0, 73V A A 0, 7%V A B4

CO/VO, i & Wb CO/VO, ffi & IE%H

TR A BRI S 2 AN T PRAl TR T IRILRE SE R AN N IR L -

JiVEls PaCO, 38 F 7213 FF J5EE PaCO, b5

4. PH-COPD (3 %) (Ic9 3 RIMEEFAEE (long-term oxygen therapy: LTOT)

PH O XML 7 MBI OWTIE, BUTHA F I 4 VIZH-> THEWTONERETH L. T
W24 K54 i, EMEERDE (longterm oxygen therapy: LTOT) %k X, fligBIZBIT
HIMERZICHE N2 Y TRBREIC OV TGEDNTWS b DIk % v, Pa0,<60 mmHg %773 COPD
BEICBWTIE, LTOTIC & ) EmPasdat L, Wbksk <2 <MimfT B ouE 2 Ea vl
EFICHEGT 2 EHESNTVASY, PHOAME, RBEICHL TR SR TORWAS, 2 Spo,
89~93% » COPD #5240 LTOT (1~ 6 4F), FrERHKRFEIAE % 53 % COPD &
FAxd BB HERFE O LTOT X, COPD BEHEDILE D ABEE TOMM ZUE L Z2h -
72 20D HiEA320164F, LTOT Research Group %5 ST 5. % Pa0,< 60 mmHg DIFI%
A4% B L Twb PHCOPD ¥ ThWE, LTOT ®BHIZZ LW REMIRIZEES TV 5.

5. PH-COPD #&(C39 5 PAH REEDFIREV R

HASIRBEREDEALZE L 5 2 & 72 K, i Lak3E % COPD BH ik 535 2 L IEWEETDH
2%, WATaRAS A NN PH-COPD % 07 A5kt % B4 5 2 £ 2 {, mPAP B X
O'PVR 2T &89 275, EMEHRRBTOMERE SR TR B PH %779 COPD #¥#
NORY Y G T BT V7 2L EER T, AR OB S, K
K FENCE, EEEERE, QOL OUGEREIME WV & WA REIESNTWED . L Ld b/
JRABRTIE, PH-COPD BEIIHR LY ¥ #5217, HEEHEEIUE L2 WG L Tw5%, PH-
COPD ##H X3 % ERA Ofifi lATE)E S X OSEB)IH A RE~ DR 2 5t IS FATT 2 7 — & DKIRA
HVOPBUIRTH 5.

PH-COPD BEH &2 MR E LY VT T 7 4 VORENESG T, MATEREOUES R SNz—FT
HASSHR DALY R SN2 BIhd - 72, PHAPED % COPD BEIZIVFF 74 V0% 14 A
G- L72& 25, 6MWD B X UK VO, OZALIZR 5 1d, BRI S & UF QOL oAb
BROENZZDD . I NEYF—3 3 VHHOBFIZY VT F 74 Va5 L7259 v 7 2 bt ke
2BV Th, i PHABED %W COPD BEICB W T, EBNAROWHRE IR ON o727, L
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ML, 1O/ RBES v & bt IRRERIC B W, EiE PH AP0 H 5 COPD BEICIYVFF 7 1
V& RIS L7245, PAPAKT, 6MWD Bufiio i LA Sz L ofiErd 5%, ZoX)ig,
#jiE PH-COPD BEAD Y IVFF 7 4 VOBEIZOWTIE, FR—EORMBIESLR TV Rn, —
i, ik PH &0 %\ COPD BFIH T2 VT F 7 4 VORIERDNFICOVWTHOIE TV A
FZ L.

10161 o 3H 5 A iA % PH-COPD ¥ 2 %f4 & L7 ASPIRE L ¥ 2 b —Tl%, mPAP > 40 mmHg
D HEJE PH-COPD B #4261%, mPAP<40 mmHg D#diE~ P45 PH-COPD ¥ & L% 175 Tw»
%. ¥fiE PH-COPD B39 2 MM Iheneidiig, #Hafke L COELFROUFEITZDL 20 Shho
7738, REIC X B R OFHEiIC BT, BERBsH (Functional class) DU, 7\ LI HEPT
(PVR) %°20% LA EAEF L7z —HE T, AFROEBEDIHONZI EARIATVE?Y . Yo k)
RIEBI TN EIE SN L DML, SHOMERETH 5.

6. PH-COPD IZ33 BRI A& aH

EAE PH- BB 2E0E s MR R A 5 & L7 B T ¥ 7 2L L E e ShTw
. 20X REBEFOBEAO PAH BHEOG MR NI 2 EFEOB VT — ¥ 215512
X, BT v AL 20— TR EE 2 505, T2, Z0X) 2ERRBRTE, &
PERTHEIC & DR R ORI E XN D720, BIEES X OB RIS CHET 2 0%
DD, WIHT BRI PHBZ IOV, WSO8 F 7213 98 I B3 2
PeReMAE, CEB AR, BRB X O CTMi{RIC L 27 > X, B LU PH RIERICHED X
SHL, TRNENCHERS ML HEHEZTIT (£2).

i

F2. BHMERRBICH TS PHAESERS CURI7TL VEIH, HAGER)
LM R mPAP< 25 mmHg 25 < mPAP< 35 mmHg mPAP > 35 mmHg

COPD : % FEV, > 60%
IPF : % FVC > 70%
CT : MiRZE, RaliZi % i | PAH {AHRIZAT D w2 L & | PAH I % 3855 57— % | PH LM EIRFE L 72

FFAil ves 0L FE 7 PH O KifsE 1 # PAH & 3 #f PH o5l

D\ Eiifrs PR L EEHEHER (A

COPD : % FEV, <60% PH-COPD 4 PH-COPD
S L T PH.IPF 4 PHIPF

IPF : % FVC<70% PH-CPFE 4 PH-CPFE

FHRARTH Y, HEHEE
7oz, PH EEENRE
RIS L 72 R B LA
A, VR B AL R R ER AT
Iins

CPFE : CT TAEMEINZ < | PAH itf#i3fTh R\ &% | PAH G & 9 57— %
WP 2 & B B st U L

1. BibgRERRAL IS & O HIEEOPZENE AR EAR 513, CT BEGZITIC X ) S 225
R ED A SN, PHELTHRKRMICRY 2EHELZ I THETNETHL. Z0XH %
BHEZ, MiREZ0ES % PAH (1#F) 2HREZENE S5 PH (3#) 2I20¥T51CH

13




72oTiE, BWIPWEEREDH L. Thwi, TS BFEITOWTEEMIER~EAN L7z ET
WEMZBW A E Lz, WRERE CT Mft, MATENRE O, HEREiEid, OiE
AN A EORERAEL FERT 2 ETH 5.

2. IPF % T% FVC<70%, COPD ¥ T% FEV,<60% D Ml ditE i bass % 80, 25<
mPAP< 35 mmHg D EHZE D% {12, B ES X O PH G o#ES LN L. JRICE
W, INHOBEFERICH LT PAH EHE CTOBRBEMEL EZMN T 27— 3B 5 Tuiwn,
NS BEOEBREOHIRIE, WHEREETEZ  BIBRABEOREICESCDIDOTH S
%, PAH EHEDOR POV TIZEEM AT S, 72, MEIIRIEIZLY, L YbIF COPD K
BN AT E LR T EZ 2 5N 5D, MM RZE BT B 2 FAT§ ek
L2, FERMCMEHREIERS =7y MR DWEEZBRINT 2 209 O TIEARWD, Bl
MAZB VT 2 ORI H S % 4T 7z s IR B X T b v e v,

3. o HENE R MERELAELY A L, HjiE PH-COPD, #HijE PH-IPF, i PH-CPFE
(mPAP > 35 mmHg) Z%£ L TWABEMHOTRIEIARTH Y, HIEET TIZIZPHB X UE
PEREE B E MR~ ORADBUETH L. TO LD RBHEICBT L MATHROMIT 21T 2 &
T, UTO2HAREEINS. 1) LARESER L VRWELZRT, BXO /1308 H
MRER I BV LA R OBINAT 55Tl WIREEDS, S KEERZ BRI OHIRR & B AR ae il I
WET L. 2) HOBAMOBRSMATHEELOEENTH 5.

WHEZRRY, COMOBRZNRE LT v 7 ML ZIT) 2ENEFE LW, £
7z, TOXO) HBHEOEFRICE, PAHBHREOBHAEZE 2, 7 AL (PaO,, PaCO,) ®
=S ) eI, SBROIE TV AEICET TN E LI A MY —BIRANDOZN EE
LTWK CEREETHD. HAHIZOWTIE, B (R M 55 55 BOS o B2 X
%), 3% (EFRRIREIBA C oMM ILE, ARG X 2. 0MMERINC X 5, RE#H
IRIMEERFFIED ER) OGRS H L4255,

4. REPOBEE HEEEEEZ I IS OMESRONL BFHICOVWTIE, RET
P s A MO S & LT PAH IGREOBAIZHER I N o7z LEALENS, BAiEFTO
SKREL LT [BRALH] oMY, 0k 2BEOTHRAGLEEITLEEIONLE
WIER MRS N TR0 FTEA 380 S, PAH GHRIEOBEM AL DL 5 W HEEYH 5. &
KWIPAZENE, iR B EE B L OV PH 2056 L, A LIPER £ 72 3R ThE o+ K — b
ZRLEEL TR EZ MR E LT, PAH GHEDEE OMEEKAEDS L OF QOL o, K
WEALE CORMOER, AFBEON LICHIKTE 25089 5, B oW O EHER
WHGTEDLNED D, WHHABROERAKD 5N D,

X

1) Gali¢ N, Humbert M, Vachiery J-L, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary
hypertension. Eur Respir ] 2015; 46: 903-75.

2) Chaouat A, Bugnet A-S, Kadaoui N, et al. Severe pulmonary hypertension and chronic obstructive pulmonary disease.
Am J Respir Crit Care Med 2005; 172: 189-94.

3) Andersen KH, Iversen M, Kjaergaard J, et al. Prevalence, predictors, and survival in pulmonary hypertension related
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4)

5)

7)

8)

10)

11)

12)

13)

14)

15)

16)

17)

18)

19)

20)

21)

22)

23)

24)

25)
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Oswald-Mammosser M, Weitzenblum E, Quoix E, et al. Prognostic factors in COPD patients receiving long-term
oxygen therapy. Importance of pulmonary artery pressure. Chest 1995; 107: 1193-8.
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[2] MEKEMESICHESHSmMEE (PH-IP)

1. PH-IP D&% - ik

VRGN IZ SRR 2R - LS, BRI EICE S PH (PHAIP) 12BI3 % Wi
BEFTF—FIZZ L. EORTHREMEIMBMERE (IPF) TR0 PH AH%I35-15%"Y, i
IPF TI1330-60% 25 L ity ST w257, £72, HAACBWTH LY 57— 7 V4 (RHC) %
TEAT S NI MRV EE 26 120 D PH A BERIIH 3 % & DG 5.

FHIZOWT, PHAPHIMEMMEE (IPF 2 &) OFBEARRTTH 5 2 L0 ENS O
ICEYRENRTVAE™, KL Tanabe 5 OHE TS, HAANIB T 5 HiE PHIP SEGI O 3 42445
HI335.7% LRI TH 572", F72EEDOL YA M) —TH PH-COPD JEF & V) &, PHIPEHDJ
DBFHRARTH o2 EDTRERTNEY,

FIEVERIB X PH 0 BE L FHRBERTFTH Y, FFICHERE PHAHPICIIFREARTHL &
R BHICBEBBICH LI LPEETHLY,

2. PH-IP k&

PH-IP 35K & UC, ARERSRIMAE LS PE 5 MM A4 A, Wlig R sE 0 5 MR - RS o ek -
Mg (WMmEROBA), MDY EF) ¥ 72 ERHIFS5NH. iz T PHIP OJFREICIE
TR DYEF 53 5 & OHEA D DY, FREO PR EEEOMH O CREETSH 5.

3. PH-IP &

fiu#it > PH & [AAk, RHC MARIC X 2 FHMEIIRE: (mPAP) %% 25 mmHg DL FC PH &S
%, AMEAEIR T, WRZEOMFIC X ) BN - KB IAE D & 2 2 B ah% v, iR ED
AT 2 IEIRB L O Z OB L% A YA ICIE PH O ZZEB T H2RETH L. JHREDY
WAr & LT+ b 7 AFRR 7 F K (brain-type natriuretic peptide (BNP)) + NT-proBNP
JREE NIEEREE ) B A O IR EB L O a— R EEHTH L. HL, PHIP Gl LT a—
DBWHREIAL Y, IPIERREMA B 25 eSS & F2 CRAIICEMIIT 5 2 L AEETH 5. RHC
Bedtid, PH OB Wi e #IE 2GR SHED 72O ICHHTH 2L EICEE SN 5.

4. i PH-IP

PH-IP SE B D120 % T B OMTBINRIE L5233 & SN kg, ZWrs X OB TR
NTwsb, “HiE" PH #1213 PH-COPD & [k, mPAP = 35 mmHg & % \» i mPAP = 25
mmHg 3 X OVMEE (CD) < 2.5 L/min/m® 25 SN 52 . KRB 2 BRI AL & L CIER & 0%
PR OTERE, B AKEEINAE, AaDO, OBIX, EBIHAROET 2 &0 Fo5n s, $/2, &
fiE PH-IP Ti&, BRBIARVEAG S MLESE (PAH) & OENASEETH S Z EWRKDOTA K54 2T
RIS N TR FE PHHIOBK S L OGHE, 1512 PAH IO 5120w Tldilig & - PH
OWHI T 2 RS 4l CHET - T3 s 2 LR sns.
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5. PH-IP D&%k

PH-IP (2 B\ TR R MIE AL T 206 CIIMFEMILE L BT 5. M5 &L DA EREIRIC
i UCIdd e, E, 2 FREOMHEZEET 5. Mo OMEMMEREIIE LA 7a 1 M
B, IR, DU LIEE S RA SN D DY, AP PH ST 2808 - Batkicow oty
=7, NEHYHERICIETIYE T, 2o EE - BT A MR E R 5.

6. PH-IP B&IC¥T 5 PAH AREDFIREY XY

PH-IP (2543 % il @ M ESE TG ESE O RN RILFEH ST v, FRISHRIED 2 D0 7 T K5 i
BROEBERABRICT, REY SV - UF T IT MIBEN R, HEVIIEERRDSLVEORR
Td Y, PHIP 33 5 lifi i MUEE S O G — I 132 S e w0 ™ DUFIZ PHAIP 35 &
O VRV AR5 2 i U SE iR e O G i - Rt 2 B R 5 L CHELRMMREILRT 5.

6-1) PH-IP (349 % SHEEkAlIm & ZEE RN

A K¥ % v PHIPEFIGOZIIHT A16HD KR v & »¥51%, BEAEIR, eSS L O
I AT % A 35123 L 2 A2 72 (BPHIT Study) .

B. U477 b i PH-RRFEMERVE MR SSEBN 6§ 2 ) 4 2 77 b ORR: - LEVEDHGE S N 72h
FEHBETIE B L CEBE LA EFLAS 20164 13 BRI H L S 7z (NCT02138825) (RISEIP)™.

6-2) RBHMA

- 2 RS ) i 785 ML i D 26 it ke 36 W] £ 1) & i ) % §%AF 9% (Japan Respiratory PH Study
(JRPHS)) ™ : 10151 o liligi /B A Bf T PHAEBI O 1% 17 & BIE3AF%E (PHIP (210161701961). 4T
12T, "AKY T A7 7 —¥5 (PDES) MHERZKZLG INIHOTRIIIERGHELY S RFTH
D, RN OMAT TN %, BEURER TR %, S A PREAEE (CPFE) CH
A G HEOFHRDRUFZ 572,

6-3) IPF EflZMRE LSRR Z 77 tFRMBZESRME8

A YV FF 7 40V - EAE IPF 180§ 2 12 0 ¥ v 7 F 7 1 VPS5 - 7286 % deak L
otz (STEPIPE)®. 72721, ZOWETIEY VT F 74 Vo EN - QOLIZx3 5 %) a3
gZa3h, SO I—FREZTICLY THNTCOAZERK KD H LFEFTIEIVTF 7 4
VASTEBIN A HE & QOL % s L7

B. Rt % v IPF158HICH T 5120 HOKRt v & V5 I EB AR Z LE L 2h o7z
(BUILD-1)®. Kt ¥ % v OrBix L ) Z860 (61661) THMILI N2, I3V IPF OE/LD 5
WIFEL & B 2 AR RS SN e h - 72 (BUILD-3)®,

C.7Ty7Vtr% vy  IPFARFINCBNTT v 7Y v v ¥ VG HOBEBEOEILT T L REE X
D% < ONVF—FH1.74, p=0.01), 20134EICiBRIZHIE S 7z (ARTEMISIPR) ™. A#F%ETIE,
PH OF I X 24 7T CH A RIZFAMETH - 72, AR Z 21 T PHIPF FEGNI K3 2 AF O
& “HEEMAE (ARTEMIS-PH (NCT00879229)) & HiIEENAIZE 572
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3. BRI D B MERE 1S3t 2 EARR 4 (FRiR

D. <35 %Y (IPF178BNCH T B~ v 7 v 7 %5 IXPEMRE (MG RE) 25810
L7 %57 (MUSIC trial) ™.

INSDOMEIZVTND IPF AN REETH Y, PHIPF IS 5 M MUERE B ESE ORD R - %4
PEZERMGE L 72 b O Tld v, 7272 LB GUE B I PHEER S & Cnw b L% S, PHIP
(o U Tl S U 3 O G- 2 MG 2 BRICIISHE I SN AR EHERTH 5.

7. SEORE, RE

PH-IP [ZH] & D8 R 2 515 2 H— ORI IEBIR R CTld v, 7272 LEE PH 7 EHEE OFF AL
TIIHRERHERPUSED M O R & B 2 REVED D V), W OF A K54 CTH 3B PHP "
JET ORAEZ W /237 v b (PAH phenotype) TIIMDEEIRIGEE R i E~NOERLE L LR L
72 1T PAH {AHRIEDOMH A EE SN ) 5 LRSI TV Y. SHITEIIRIE L5 OO, i
) & GERIC X 2 WL OMGEDS LB TH 5. KR RTRVENG 2120 9 JE il e I e % e e & L
ZEBIEFEREICB VT, VA Y 7T MESHTII TS b ARG i L CHEREZAERR RO
A LB SN . BUETERIRZ 29 PAH OBF A 28555 555613, HIE PNz &
OEFHGE L - BHMEICHBRT 25 L, KEAEGICEBVAZERAT 4y VE&FE LA LT
B H- O EZHE KRG T 5.

—HT, HRATIEEEDPH ThH->TH PHAEHIPF EHEDOTFRIIARTH S LT 5HEND
023 IPF BILZ 31F % BE PH ORI 2 50T, 3 X U045 BIEGIANO BB ADOH D 4%
DOMETHRETH L. $£72, PH AP EEDN L HE IPFREFICHNTHENV T 2= o~ Y VT F
7 4 VOBIMEG ORR - RAEVD S fisk —EE MR TMIES L TWwd  (NCT02951429). &
AR L WiBgo ke L CRRESIER ST 5.
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[3] WREEAED DRSS ZRT T OMOFFRISFEBICH D hisMmELE

AR TN § AP & LTS BRIisiERE (CPFE) 2°H % T 4. CPFE 132005412 Cottin
B A3 CT S C L BIEFEE AL > /NFE L ORI AU & T BEPEEAL OREIL & 7800 2 IBRE L LCHRIE L 72",
FROERTR E LT, 1. PN - b E s R B Th 5 2 L, 2. HifkEme o
KFPENTHDH 2L, 3. EEBRRIVEDREN RN &, 4. BimEZ SEEICEMHT5 2L,
% ENdHY. CPFE Z UKL 32 [HRBHEMORGMEZ /R 2 OO ERE] 13,
¥ FRA ¥ by B 3B PH ORERENiKED—>2 L L TRIRE N TV 2.

1. PH-CPFE D&%, ik

Cottin 5 @#ETi&, CPFE T3 @ PG BRI 2% 46 mmHg % 8 2 5 i B O F & 1375 Wi kg
T47%, FMBIEhEED DL E55%EHERTHHELTWASY. —J, HAOBEM Tid CPFE i
BIDORI27%I12 PH OGP A S 2Y. FHICE L TIE, Cottin & 0 iy T 13 ifi I 4 3K 5T A7485
dynes - sec - cm~° Ll @ PH-CPFE #l O A A- 1 B 92136 .6 H T - 727, HAIZBWTH PH-
CPFE i3 ol A DE PH £ 0 b PHAAETH 72", L, CPFE OBWiIEHEIIM L THS
F,OWEIC L VW ERBRL T LA TH D20, 5% - THT— 5 OMRICB W TIIEEI
WCHhbH, WRIZOVT LA EANL WA, IPF Rz iE a6t PH & R ICEHIRINZE AR 2 R §
WiEAH Y, WRERLERNNE - FHE2EZD LTEETHS.

2. PH-CPFE 0&

CPFE O ZWrid it ORI HRAMNIC R SN 5. BIRWFEEE O T CT I35 ICEE
THhh, WMEKZE CTHEZM1LITIRT. 727203t b 2085 N7 SR E#E2
CPFE O Wi il OBRMNFEEE 2 B LSER - OB TR 3N Tn20088RTH 5. %
B, CPFE & PH OZ W3 Mol B2tk S PH L [MAEIC, LT 2 —7% & C PH O REME % 274l L

72 FETCRHCIZE VEE S NS,
4

X 1. [EEAGHIHERME (CPFE) ESIDOMER CT Eifk

3. PH-CPFE Mg
BilE T CPFE 126 LR 2 AR % & 72 597 i 2. COPD, MBI EOHHRICEE L T
MRFIREE, KH - WOE, FIRIERRT, BB, WENTORE R EET).
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4. PH-CPFE 8&IC39 5 PAH ABEOFIEE VRS

PH-CPFE 123 %2 PAH SO MMEZ RT T EF ¥ 21374 L, — BRI IEHER S e ne,
AL, s M A RS U2 SIS 5 2 i B DA & 7RI 3 2 121 S Fge ikl S s . ARIBCid, PH-
CPFE |25\ C, PDESHHE#HKLGRHZFEEIFGRE L ) FRAOEALFTdh o 72 £ @ Tanabe 5 D it
BHbHY.

—H, 2 OO OBIENISETIE PH-CPFE (K3 2 il | MUEAE G O R RITFRO S Tw i
WA Z oD R Y S PH-CPFE JEGIC 33 2 Ml i MUEAE A REIE ORI - Al % il L 7o
IS AL s a1,

5. SERORE, FE

wRKOMEIL, REBE - SWEREOES - WLt TH 5. Cottin 5 D2 L7z CPFE DR
FRUICEDORFE 2 FFOERIHZ L L0 ETHNTH Y, TOBMSORBINIBHERZL. L
2L, WHEZAA AN - ROV 2 B L 3 B0 X 4 AWFZEDFEAT, B & OREM 2 W RE O AT %
HIgs Bl 51, T+l R IEEDR 2 worBIRTH 5. 4%, "CPFE” L \»9) 4F% - &3,
3HEPH O & 5 7% 2RI L BHEGR - THROWELZ LD LI ITER L TUT A& W) BN TH
Al - BEES N2 LEA D 5.
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[4] FRRIEIRSRAEIREEIC £E D RS M EFE

1. &% - FHA

fili AR 5E B RE  (alveolar hypoventilation syndrome: AHS) 1%, FEUEZs - MWER - A - RO 12
BN, MRS L O 0 R BENED SN VI 2 0b 53, HA il ERR (FE
OE IR FMAE & AR RINE) 22T AMETH LY. FIHE L TIRIPRo(by: - R HHER
ZHER T AILFZBERORE DG L Tw b LHEE SN TWDEA, R ERIEAHTH 5.
[EER PN R - IS U RE (B9 2 A AT e8] o8 (K3) TIE7 =/ %4 7AL BN
HY, Tz x4 T AR, e FEVEMTREAOE R & E 2 SN T W RET, PHOX2#(E
TOEROMEGEHEN TS, bAETOBERIET =/ 54 7ADKRTHION, 2127 =
)74 TBLEDDLERS00NEZEZLNT WS, AHSIZBIT 5 PH OMERID RS e E 2
LMD, ZROEGNIBITLELE 7272 07% <, EBEOGHHEZHL LTI RV,

2. B P

AR ST & 2 LB I, (KRR MAEDS T 2R ETH ), MEIRIZZ ORI EALT
Z. o MU VRIS & 2 KR PRI AT 8 & A ) £ 7Y VS ORERAE LB EE 2 B R
BHFHME AN = X LEGAWTH S, —HICERHO AHS OFHIFAR LHEE SR TR S0,
— ) T 2 R Z T TO LA R TR WG s hTwaY. 72, ERICHED PHAF
RONTHIEST 5L, AHS % 7: (XML E24E 5 PH BEBEOTF%1Z, COPD < MUk 45 7
LIS PHBEE R TRIFTH - 727,

3. 2

BYIRILIE A A AT\ CTEMEOEE O bk #ILiE (PaCO,>45 Torr) %o, AL
BTHPTERVWLOT, SWEEBICAAEIEREZAETAILDORZAHS L 55, 72 %4 T A
B 2MIMEIRARY) 757 4 —THT % (£3). PH OB RHC BifEIZ X 5.

4. &

AHS 12315 2 BIERD: I 2 < AHEBEAT DS . BRI A 0 & IE O 72 0 (2 R SR B FE HL A
#61: (non-invasive positive pressure ventilation: NPPV) 2SHH 5N 5. BER T I3 EHIER % #
(long-term oxygen therapy: LTOT) 2SHWHN A Z & & H 5068 ShTniwv, 7z,
Kbl — 2 v 7 OHEIED ME SN TBENY, PHOWHIZHN TH > 72 & DIEBIHED H 27,
BAro & 25, boETIE LTOT B X O NPPV 25iGH OEIRIL & 72 5.
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®3. MRERTERS  SMBEECEEESR

A. FEIR R
1. WM BIER S Bk e (HrhoosdiR, SEMEMERRIR T, — P C 2 W IR SE-0%)
2. HIEMLY 5 LiFNE, BEIh A & of OAEEIR

B. &R
I it AL 40 S M T

il O E31d PaCO, fii >45 mmHg TdH 5 2%, #Eidss, HWEB 2 L2 ZE L, MR O~
EHBEEIUTET S, UTO1BLP2 2TV ETHE. 7/ 94T A RIEEHR, 7= 44
7 B MR Y 2

1. EEEOBIRIMHE S A ; PaCO, ff >50 mmHg, BMI =30 kg/m’

2. WHMERMEAE (R) YA/ 757 4—:PSG) »hi LAETHY, 7=/ %47 A CEBERA IR
EROD. 7/ A7 B TIEPSG A FIERFFEIFRASETH Y, HEB & O CPAP i # 1T b HHEIEE)
R A7 A PaCO, fiti > 50 mmHg TH 5 Z & 25BN ETH 5. NI AUE B o JBURNE L AR A e 5% ©
Y, N E Rz < MiRAERA 2 29 5. CPAP/NPPV iA# % T O IiAGRG 2 29 5. MME DR AT L
Td, WS nMEIRG (EEREIRIMEAS A PaCO, i > 50 mmHg) % %3 2% & & Al SR R0 2t
WCLETH 5.

e RN A AR SRR (CCHS)

BEIRIEIC 1) BIIR T 4 VDRI & B BRI AT A PCO,, 2) MM _WAbRFIE (TcPCO,), 3) MK R
{LR#ESHE (BtCO,) DiZllET 5. BWO-00MEE, 1)~3) O ENpr—2 TRV, EIRKHZBIRIL
A A PCO, fili 7 v LIRIPRHMOR B L 5T (BtCO,), FeH R bFEST (TcPCO,) D1tiA 104 L L 50
mmHg Z# 2z % (MEIRAFIC, BIRILE A A 12105 DL Lo k% 51 C 2 mlEd %, EtCO, - TcPCO, 13104-2L 1
WHEE=FY ¥ 7 &7, 50 mmHg % FH 5 7Z%W).

R S e AR T i A 388 S f T

MEARIELC 1) IR A 2 HEPRIC & 2 BYIRIE A A PCO,,  2) #EE "WMLk FE 5 (TcPCO,), 3) M5MK MR
{bR#FESE (BtCO,) DliZET 5. BWio-0ookEE, 1)~3) oo Ehpr—2 TR, IRIRKHZHIE L
721)~3) oo Erhhr—20MEABUT OO 72130 %i 727,
D105 4 L 55 mmHg ## 2 5 (MEMRHIC, BRI A 213105 LU EORIE 2 &)< 2 [AillE$ %, EtCO, - TcPCO,
31053 DL EdlifEE =4 Y ¥ 7 &7, 55 mmHg % Tl 5 72 0).
@105 DL B BANEAAL I B A & ek L C 10 mmHg DL E o E5 2580, Zofitiss 50 mmHg #i#8 2 % (R
W2, BRI A A 131055 L E O RFE 2 13T 2 i, TcPCO,, EtCO, IZmIKI0G U EE=% Y ¥ 7247\ 2 [l
T D).

T OO OMANL, BIIRT A 2 HEMRIC X 8RN, AR ZRILRFDE (EtCO,), #ER ~MAbik FoT
(TcPCO,) DHd ENp—D TR,

C. ERIZHT
A I 365 o f T

PUF O Z PR AR S B 2 S5 2R 2 5 5.

1. COPD, JsRtsithse Bz &Moo BZEM: - Mot ic X 2 ks

HL, BE~r45E COPD (% FEV,250%) T PaCO0,>55 Torr D&%, Mt SR G0 2 ZE ¥
%. % VC 23T D60 % Aii O s AR 5 & B3 2 A, MR SE B S BRA S b,

2. MERRFEENTUERRE (SAS)

SAS THRTE A% B X OF CPAP i&##% b 5 PaCO, > 50 mmHg O¥i&1d, MR REEREO &0 % 3
5. o SAS IIRERKAIC X D — B 2 BB R AR L T 5.

3. MR TER )

I AR O JEFIZBIR L O 2 TR OB NIRE 2 B 255135 5.

4. FEHF) (PUEAAREP, PR AR E R SRR 5 ki 2 iR A &L

FER PR PRI SRE e (CCHS)
VU @ Z R PR AR S e 2 S 2 R 2 il 5 5.
1. 72 2 WA RIEOMR S - IFE - AiiE - AR OGEMEER OO A IR, SR YE% )
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3. BRI D B MERE 1S3t 2 EARR 4 (FRiR

2. NP - iR sim g1 X 2 A
3. HENRFRHENFIE AR (SAS)
4. FEFHD (P rpAKEE), AR ), ACRM R AR O R 20 Bl e A3 A

WS AR A R F50 S fe

DUT O Z RV RSB ARG 2 29 2 B2 i U, AU P AR IR SRE R OB T & 5 5.
1. COPD, MuiBitsiripe iz EHli o ZEE - itk si s & 2 A
2. MEMCIS I RE ERE (SAS)

SAS T CPAP {fiff¢fk b HBEKS PaCO, > 50 mmHg O¥5&1d, Fpeth Ml o &if 2 L5 5.
3. MR - EER A &

W0 A D B I BAAR L 5 2 HIRAIRER O SRR L 2 A 2 58 1R 5.
4. FEDIREOERNEDOWNLR - WS - Ak - HAROGREBE G A R,  Je RN )
5. FH (FPULHHCEIH], FRUGRRED) , AR R 5 kA 2 IR 3RS

D. BfEFMRE
SE R AP ARG SR BB (CCHS)
1. PHOX2B #fnT- D%
SRRSO ERE (CCHS) T3 PHOX2B R (75 =2, JF7 9= S MEER) A SAT0 L,
#94Cld CCHS O i1 PHOX2B &R ALATH 5.

<BEWOAHTFIU-—>
I i G 365 S i
Definite : A 7= L +B D& T%i-L, CZBILILD

FERME AR PRI SE MR (CCHS)
Definite : A Z{iii7z L +B #qi/= L +D Zui7=L, CZBAL-dD
Probable : A i/ L +B %37z L, CZBALZdD

A 8 PR A M AR S
Probable : A #iii7- L +B #iii7zzL, CZBAL-bD

BEENE
DTFOEREESMEEHCTEEEIULEZNSET 5.
FRE R ER-RIRIN BYAR L A R 55AT HHEEIRIL
BY N o E mMRC PaCoO, PaO, CPAP/NPPV/HOT
1 >1 >45 Torr . ikoka
XN ., -
2 A: >50 Torr CPAP/NPPV ikt i Vs %
3 >2 B: >52.5 Torr <70 Torr | CPAP/NPPV/HOT e it ib 52
4 A, B: >55 Torr
< 60 Torr NPPV/HOT #kft ih %
5 >3 A, B: >60 Torr

FISEARIR, BYIRINL A A S3AT, HERIRILO TN TOHHE &7z 5 b W\ B 2 RN, BEO TR 72075 H
HIZoW T H THES 5.

BRI A A AT, W L) SRR, IR OWI N D EENL. SWTEEICLY, B ZHAbRR
S (TePCO,), MR AR ZIRALRFE ST (EtCO,) I[CHE SRR AR TH 2.

HOT 2B L Tlditafiet, M % &0 TYEE 3 AU Ik T fe.

PaCO, ®IHH® A, B3, NEMEIRAGEERO 72 ) ¥4 7 A RIBAM, 72/ ¥4 7 B IPRE %2785
d, FEROREED LEO B SBE T LIS L2 wHTH LA, WERERE S 2 2 L LE %
FHIZBWTE., R ONRE T 2.
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< BYINZ 54 2 51E MRC (mMRC) 47 L— F>

0
1
2

CELVER A LR BN D B
DEHAEERETHEL, HEIVIERRLL R LR ERLIFICEUNLD S,
CBYINDH B DT, FERDOANL Y HFHLEZ L OIEY, HEHVIFEHALEE B DR—

ATHEWTWEE, BUNOLOICTEbIETF AT E0h 5.

3 P AEEA 100m, »25WIEESHL EEBUND7DIZ v bILE 5.
4t BUNDBOELSEKP O ONG Y, HHVIEIKIROERZ ZTHRICH BUNDYH 5.

1)

2)

3)

4)

5)

6)

7)
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X

SEih— B, A TERTIR R - il e T J“ B BRI, IR BRI R B 4. MEA TS R BORIT R
JE. VWL RS - R0FEEGE #. 2018: p.1-12.

Hurdman J, Condliffe R, Elliot CA, et al. ASPIRE registry: assessing the Spectrum of Pulmonary hypertension
Identified at a REferral centre. Eur Respir | 2012; 39: 945-955.

Weese-Mayer DE, Silvestri JM, Menzies L], et al. Congenital central hypoventilation syndrome: diagnosis, manage-
ment, and long-term outcome in thirty-two children. J Pediatr 1992; 120: 381-387.

Weese-Mayer DE, Shannon DC, Keens TG, et al. Idiopathic congenital central hypoventilation syndrome: diagnosis
and management. American Thoracic Society. Am | Respir Crit Care Med 1999; 160: 368-373.

Diep B, Wang A, Kun S, et al. Diaphragm pacing without tracheostomy in congenital central hypoventilation syn-
drome patients. Respiration 2015; 89: 534-538.

Doblas A, Herrera M, Venegas ], et al. Successful diaphragmatic pacing for idiopathic alveolar hypoventilation.
Intensive Care Med 1990; 16: 469-471.

Morélot-Panzini C, Gonzalez-Bermejo J, Straus C, et al. Reversal of pulmonary hypertension after diaphragm pacing
in an adult patient with congenital central hypoventilation syndrome. Int J Artif Organs 2013; 36: 434-438.
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3. BRI D B MERE 1S3t 2 EARR 4 (FRiR

[5] MbdEt@ne 3 i mERE

Flids A% S R o B BRI R BE ENZ D FER E 2 ), MEIRIPILRE S - FifEBRRE S - 57 e
WP R 2 0 D SEBERECH 5. JREE - TIEICE L CIE, MR - ERNORER 2R ZF Mol
PBICHEDL 5.

1. &% - FE

HAZ BT 2 BB A O IEME 20257 7 — & 13 was, 1EEMRFHTE (home oxygen therapy:
HOT) &0 EZOHT, ToOHEEGIZHRI L Tn5b.

AR EAE I 3B 1) & PH OB OHIIA I 2 MMINAL 2 43 24E6], & 2 VI IibIERdy, M
T At % AR 3% IMLIE 2 11 9 EF) THIEEDSE W E b s . PH OFSFERST 3R O BRI HE
B R O « U E 7Y ¥ 7, RERFR MRS A ) IS8 X 2 SHEE S5,

2. B
Wi e BE (2, IR B X ORI RIS X o TR S h b, PHEVOLEIEE F 0T 2 —

Mtz E L, WEZkiE RHC MAEDOR R % H - T/ . PH-COPD el & ik 5 &, PaO, fili
226 mPAPHZHEET 5 Z L IZHNEETH 5. KBEIMIEL K72 LT Td, mPAPIHO LA %
BODLTENL N (K2)Y.

3. Pk, EEEVE

ik R B E O P HRBER TIPS NIk o Tnev. £ OBFINFRAEZ W LIZG
DAZEDEAS L > TEMRIEIC L ) PRARE 42 5. RIRFIME - & RRT A MUAE DL O EAL
&I, PHOREDEALT 2 & PRI, EIEEOHEIZIE RHC AN WLEZAS, BRI
AGEDIEN S H HREHETHZ L HTEX 5.

4. RE
ERORIL L LT HOT B X A LIIGIREAZT 5N 2. G IR K3 2 L O WE
GRS & o T, SOERREDUE 2 4 L CMifEERERE DS T S W etk 5.

5. BREHR
FEEIE MR A 12 5 PH % O mPAP 2K F 8857, fE N TIPS R
BROBRPHFE NS,

6. SERORE, HE

AR RE R EBUI SR E SR 5. Wi REAE I HE ) PHICEIL T, HrLvwoes
AHHM B 2 AR CTE Y, MMEIRIEEAEIS IS % 5 L 3w ETFREND. Hllo RN
R DFERE & W REZR IR O I 975 C L AR b HETH 5.

%I!.!I
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COPD il Y e 22 Si-thd

FEiRhENARE (mmHg)

o
FIIFBEIARE  (mmHg) °

40

Y =-0.32X + 44.2
n=71

-
*
¥ = -0.29% + 39.1 L e o
40 . r=0.47

)
H
H
H
H
H
H
H
30F 30fe *

20

ot
20f--*-SAA S NES T .

10 10f

30 40 50 60 70 80 S0 100 40 50 60 70 80 90 100
Pa0z (Torn) PaO:z (Torr)

X 2. COPD & LU EEEIC & T 5 FHIBEIIRE & PaO, & DFERY (THK 1 & V) 51/)

X

1) FEE—8, EAREW, FlEe, b S EREE IR 28— MIEEREEE & IR E N
LR, i 2005; 80: 663-666.

2) AEAARHEAE, RSCHE, SR, Ml TEBMRHRNE 2 AT L 7S RIS B 5 Pk X OiIE S
EOZLORRET. HMgR &S 1997; 35: 511-517

i =13
S
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3. BRI D B MERE 1S3t 2 EARR 4 (FRiR

[6] BBRRFFEILREE(CHF S Fbis mERE

1. &% - FHA

i R0 % 52 (sleep disordered breathing: SDB) B#EHD20%Hi%2SPH #&0F L, & ICEHED
R FEMIE DS 5 ¥y E121d PH AP EEDS WY, BRED SDB & & B 12 (body mass index:
BMI > 30 kg/m?) &EMEDRS R EEZAL, HHRICHBILRZNEY 235 0%, MRk
JEMERE (obesity hypoventilation syndrome: OHS) & 153, b 2sE D OHS BH 135,000 NFLEE & #
SEENSY. OHS % <12 PH %49 %5, SDBJEFIOHITIX PH &A%Y, OHSIZBT 2
PH 04 DEBIE 1358 ~88% & XT3 ), SDB 4fki e~ 12 Bt

2. REE - FiE

SDB (ZB81) A 3 D HE O — BPEARER R IMAE R OHS Tld, RERFEIMAE IS X A Ml 4 45 22 5
BHEIIR Y £ 7D ¥ 2RI T T E LTHESRTWSY, —fic, SDBIZfE) PHICZH
F 2 BHENIRIE A o R R 8 <, CEIRBIRIE (mPAP) 13 25~30 mmHg 212 & & F 5%, OHS
THRMEICE EE 5 L0 ) #5575 mPAP A% 50 mmHg Fifg L WO WG H VA TH B,
SDB /AL HEBETHEPEL, COPD LDEHIMONT VA2, K ) HEDOMEIME % 52
DAL, AOEEBIC X AMiENUER, COPD IZ X A HiEMUTE OFLE %2 @I AN D LENDH 5.
OHS |2 L Tl UREE DI 2 43 59 OHS ICHAREMTFHRARTH LY. — KT, MifkEsk
O/ F MR R ME IS & IS IFEEERZ O 3K — MIFZETIE, OHS A4l S MLERER D 3 4F4E
7381390 % T D MMOMiFE B X O F 73R EIMAE I L ZHiESIITEO R T d PEREETH -
7.

3. B2HR

SDBDAZ ) == 7 LTRIEISVAFF I A= MG R) 757 4 —hFHwbND. —
DEIEFNIE SR 7T 7 4 =T THR SIEREADPTRETH 525, % OB EIZARTIT )
AR 275 7 4 = THBWDMEES 5", JEAB &R BRSO BIEETIE, 1)
EE O (BMI = 30 kg/m?), 2) HHhoOREOMEIR, 3) EBYkowm biFiE (PaCo,=
45 Torr), 4) HEIRFFIEEEEOEREEASBEE LOTRTE-THELZ OHS L35 L ShTw
B2 FEUEBOTEAER COPD OAFAE DHERRD 7250 |2 LI 5 R AL 0 I B RE AR A T b 5 .
M iEdEF + Y 7 AF R~ 7F K (brain-type natriuretic peptide: BNP) 7 B 13 Il & TR ARAR I 72
5 EIERTHLEDND 5.

4. @M

B eI D @ 5 SDB 3% % OHS 125 W CTIIHIAI 2 i6H & 2 2 WHeMED D % O TlE 2§ 2
LIIEIFTTH R, LaLads, WEEKHETSH L2 0% <, MHEHIETIEDH %3 SDB 123
L Tl DRIRIW R EHETH 5 Fibi 508+ (continuous positive airway pressure: CPAP) (2 - T
SDB % it 3 5. v Hi o CPAP {G#IZ & ) mPAP 25K F L7z & v ) DB o BelE 2 bl &
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CHHOBED R ENTWAEY . CPAP {2 — M bd 2 DRI A UIB 2 & ORI IE# I
LR LME SN TBY Y, mPAP O TF R REHIFEOYE L2 L HRO SN TWE Y, HiliE
MLEDEBEDOF % 3 SDB iRt L LTI o ONFHHERIIITOIN S 2 L ITEFIFF IR
(7o TBY, CPAPHEETH 50389 LTHWHEPLEL SNDLETOAERETRETH 5.
T 7, EEmRFFLEL, CPAPHHOZIT ANYHELRLE LR ETHFH SN I L H 5%, Hl
TIE SDB I § 2R EA T4 TH D, CPAP IZHT AR LW S TIE A, 03B COPD
DEPEATE SN SDB I § %l Y) 2 {0 O b M ME 569 2 % 2B v T, MisiiE 2
X5 % KRB S MG S B 2%, SDBIZHE ) Miis MUERE R 12 BV T I b D3RI
LTOMEIERINTWERWI L2 THICERT 208 0H 5. OHS TH, CPAP T @ SDB %
HHFETH T EHMEELIER D H 525, CPAP T HMOEIAD &2 ThiuE, FERENITE
a5 (non-invasive positive pressure ventilation: NPPV) % H\W TR 2 #Fr+ 5 2 ESHET
H5H. OHSIZHd 5 3+ AR NPPV I & - T mPAP MR T L7z & v ) #iiEad 27

X

1) Klinger JR. Group III pulmonary hypertension: pulmonary hypertension associated with lung disease: epidemiology,
pathophysiology, and treatments. Cardiol Clin 2016; 34: 413-433.
2) Rz, BIGWRE. EARR R EIPRAETANIIEIE. TH 9 e 3. 1998: p1-11.
3) Han MK, McLaughlin VV, Criner GJ, et al. Pulmonary diseases and the heart. Circulation 2007; 116: 2992-3005.
4) Kessler R, Chaouat A, Schinkewitch P, et al. The obesity hypoventilation syndrome revisited: a prospective study of
34 consecutive cases. Chest 2001; 120: 369-376.
5) Sugerman HJ, Baron PL, Fairman RP, et al. Hemodynamic dysfunction in obesity hypoventilation syndrome and the
effects of treatment with surgically induced weight loss. Ann Surg 1988; 207: 604-613.
6) Fein DG, Zaidi AN, Sulica R. Pulmonary hypertension due to common respiratory conditions: classification, evalu-
ation and management strategies. J Clin Med 2016; 5: 75.
7) Held M, Walthelm J, Baron S, et al. Functional impact of pulmonary hypertension due to hypoventilation and changes
under noninvasive ventilation. Eur Repir | 2014; 43; 156-165.
8) Piper AJ, Grunstein RR. Obesity hypoventilation syndrome: mechanisms and management. Am | Respir Crit Care
Med 2011; 183: 292-298.
9) Hurdman J, Condliffe R, Elliot CA, et al. ASPIRE registry: assessing the Spectrum of Pulmonary hypertension
Identified at a REferral centre. Eur Respir | 2012; 39: 945-955.
10) TEBRZSOBW L GHICHT B 74 ¥4 ». JEERERFINO BT 2 IEIRIFREEEOZNT - HHRICET 24014
A ~. Circ ] 2010; 74, Suppl. II: 963-1051.
11) Sajkov D, Wang T, Saunders NA, et al. Continuous positive airway pressure treatments improves pulmonary hemo-
dynamics in patients with obstructive asleep apnea. Am J Respir Crit Care Med 2002; 165: 152-158.
12) Arias MA, Garcia-Rio F, Alonso Fernandez A, et al. Pulmonary hypertension in obstructive sleep apnoea: effects of
continuous positive airway pressure: a randomized, controlled cross-over study. Eur Heart J 2005; 27: 1106-1113.
13) Fletcher EC, Schaaf JW, Miller ], Fletcher JG. Long-term cardiopulmonary sequelae in patients with sleep apnea
and chronic lung disease. Am Rev Respir Dis 1987; 135: 525-533.
14) Tal A, Leiberman A, Margulis G, Sofer S. Ventricular dysfunction in children with obstructive sleep apnea: radionu-
clide assessment. Pediatr Pulmonol 1988; 4: 139-143.
15) Zohar Y, Talmi YP, Frenkel H, et al. Cardiac function in obstructive sleep apnea patients following uvulopalatopha-
ryngoplasty. Otolaryngol Head Neck Surg 1992; 107: 390-394.

30 HMERBICHOIMSLEE BEANKZT>




GRADE system WV EEMBEEICHTEIIET ANV ATYT 4 v 7L E 12— (Systematic review: SR) & & UF 7 Dz

GRADE system ZAHWEEMPEEICHITHIIET VADIY AT

T4 wvIULE1— (Systematic review: SR) & UZDIfLE

BB Wi S A4 R4 YO TERELE X 5L ESHGH)
PH : ili\& iU+ (pulmonary hypertension)

COPD : &1 BAZEkNilig B (chronic obstructive pulmonary disease)

IPF : 538 iRiMEsE (idiopathic pulmonary fibrosis)

CPFE : ZJE & DENi#HERE (combined pulmonary fibrosis and emphysema)
PH-COPD : COPD (249 lilig 5 (PH associated with COPD)

PH-IP : WM 28\ BE 9 Blid MU+ 5iE (PH associated with IP)

PH-IPF : 458Nl HHERE (2 RE 5 Bl ME5E  (PH associated with IPF)
PH-CPFE : CPFE |24} 9 ilig il iE  (PH associated with CPFE)

PAH : fili @R = iU 5 (pulmonary arterial hypertension)

mPAP : BBk ~3+ (mean pulmonary arterial pressure)

BNP : it b 1) 7 2 )R X7 F ¥ (brain-type natriuretic peptide)

BENA 71 DEFES - BIE

1. AM1 10BN

KAA T4 OEME, ML) S IEEICB T 2B E TOMRB LR L, ZHIHE
HI LIRS, JNRE - %57 - BT - et 23t 5 L4, BET Y M2 odEE BiET
CETHAH. M) MiEs IR L, MR EOAREETIIIE L 9 2 60HET, THRE(LICH
59 2 RIICEELWRETH 5705 ZW - GRICHT 2T AIZZ L. BHICHEHT 5
IREEDSEL) 2 W 3 X OB 2 RS B 720, Wd: - RGN RI OB — AFER 2+ I2Er L,
IEKTEHTED LD TA P4 P ONERMR L7, £72, BERRE R E—Kli R & ERIEFE
7, BHVWORMGS L OEEBREZEOONL L) RE L.

2. HL A4 PBYBS R EDRE

i A RE D B s M 1, MR OSRBTICREL 5 2 A0HET, FRELICES T 2 HE
MICEELRRETH L. ToHYHF L LT, MR &MTERE (pulmonary arterial hyperten-
sion: PAH) THMIEAVR S N7EBIRMMMENRE (Fuxy 770V L #A, 22 k) v %
ZAREEPUEE, PDES MUESE, WiAEMEZ 7 = VEEY 7 5 —EHIME) OxEZRTHESHA SN 5.
ZO—JT, HALMOEAL L EORR G HEFLOMED H 5. F-RUHHREHOMGEE 5O
T, TETFYRARIELN TV S, BRI ILRIE ORI & AR (F) 2FEL,
WY R BRRIERE L LT, 6 BT, st AEFHE (FAZROESL) 2 EE2FHbEL,
S5, EFHHANOREL EOBREROBRE IOV THLNICT L LEDNH 5.
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3. M 21 DERHDBEES B HREH

TWHA RIA4 O BEE, MEEIHED WESNEESES Th L. FHE L DMERE,
e B ZEPEMilipE B (chronic obstructive pulmonary disease: COPD), 1Ml 4¢ (interstitial pneu-
monia: IP), SJEA BEMiFAERE (combined pulmonary fibrosis and emphysema: CPFE) & L 7.

4. A R4 HERTN—T
HARITA MR T NV —T120E, WERZENE, 1E3RENE, REDHE, BERRRE BT
4 K54 AR TEEMELRE, BRTAIETOEME IV —TORELZI M- TWAb.

4
S

CQl, CQ2, CQ3DYAF<TF 4 v 7 LV¥a2— (Systematic review: SR) 1FERIZ T L B
NThb.
CQl. EMEPAZEMNIEE (COPD) 4k Mifi i il i

SR IER TIRERPERFRESNIER B R

PR FESE EILE BB TR BT M g R

CQ2. MIEVEMI% (IP) (ZRE S Blies i i
WH 1= JREGUGREEE & AR
Hrp fl 5 JR TR A b P PR

CQ3. UM A HIEAEAE (CPFE) (ZfF 5 Jifi i i HE i
Tl $ORER  MECR 3R R A B R 22 JE R P i PR 2725
LY —=  deiEERFREBE R AT b W N R A R

>

CQl, CQ2, CQ3IBLA=AA FFA AMERK T V=T
AR SAR ) AN CGEBNE)

PR R ENLMBEARRE R ORI (gD (FRER)
SR AR TRERFPRAREATER R a R (FPREENE)

IWH 5 JREEGERARE IR (R g N

HH s JRAEEGR ARG IR (R g L)

Feli] $ORAR MR KR P B B A Fe ) IR aR R e - (R 2R L)

L —= deilEERARERE R AN e RGN R AR (TEER SR
AR 8L HARBERRFREBE AT TERE NiiER - WPIRAS 4o i P25 <7 2 Bl 12
(GRS ISR

R IEsE BRI AE B —8E (FRENED

YR iR—B T IERERFABEE A TEbe s R (R & R

AN S MRS R ABE B A TERE IR B R R e e (PR BRAF L)

H# % TERFRFBEREIIIERE J6 bl MU e o7 2y M e (Pl g L)
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GRADE system WV EEMBEEICHTEIIET ANV ATYT 4 v 7L E 12— (Systematic review: SR) & & UF 7 Dz

FAE—AE TEERFRFEBEEAIIZERE Mg N (g L)
AN ANEEE REZHRE)
MERF BEE

GIRITA KT A4 PR ITEEMK
o R IR AR AL AR B A R L A S
H A B b e 2Pl BeA EBM BB it (Minds)

YRR % L
THEAT AR AT A
TH K BEZ
Il RER SORRRFRBE BT B 2 MM R W RS P e 11

5. BEOMERPHE

BEOMEFHRP AL 2L LRD S Z &A% GRADE system DB TH ), ZO/2ORLEHA T
A YRNANVEHETIENAY A M ELTEFEDOTIZA-o T2/, HEIEJUEIE L, B offifiE
BIRPHE R EEZDOVTORERZWZE, HEREE T 72,

6. LK1 DFIRE

KEWMAA FI4 v OFHESB LR RIZE, Wi i e S B 72 5 EMEE,
FEHME (REBHIE, RKEE, —E, MsEeEMELz L), B, EHIZ & ORRIEHE B
IUZDfixTH 5.

1. TEFVABRBRDI=HDZHKHIEFE
TET Y AMBDTO DM FEIOWTE, Kb T2 [FA4 ¥4 AT EOB 2.
Xkl L LTRiiL .. PASH

8. IEF U AMDEIREE
e 7 A > ZdHMli L, BRIZEE L TRBEOS VI SR Lz, B % &30
FEZBS B I FRAE L 72,

9. IEF/ARHDEEX ERA
Bk 35 [£77 M A 2IZOVWTOMBREKRICET AT 28l (T 27774
W) B RO MT—7)V] & LTR#E L. P50~53, 62~63, 71~72%MH

10. HRBRZ(EXT DHiE
Bib T2 [HA4 R4 AMERGEOBNE 6. T AnOHMEOER, 7. SEAVR#E] &
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LGt L7z, P 44~45Z2 1

1. HRERICH=DTO, EERLOFIE, BIFAE, VRY
Rk d % [HEROZDOPLWr 7 — 70 HEIZBET H il & %) & LTad#k L 7. P52
63, 7T1ZH.

12. HBEFhEZHTHIIET A EOHRERF

Bak$ % [HE3R 2. @3] <k, wmXFSERK 7+ LA MTry b (P50~51, 62),
PH-COPD, PH-ILD 3 X U°PH-CPFE 7% I A8FfiZk (ZhZhiEftgk2) Z8mL, €7
v A EHEROTIG R E WM R L7z, P 55~57, 65~67, T4ZMH

13. BEPFIRIC & B 5 8BEHE

VTR & LT, WIS A KA B EEMR L LT, TR AR
IREEMRE LT, TR ERRICEFREL UGHIIZ HW 2, 205 OFMINE % ARSI L 72,
BRI A BT A NER T EEMRE a4 X AR, B A K54 vkl ERE
@ik — )V AGREE 112 % fi\»72. AGREE II i3 6 FHIR235 H A & 7% 2 fH51H H & &KEHlid 5 %
D, AIEH 7 EEECIRE S, ERTEIC AT T AEN SRS, SR T 71 0 ~100% O %
L), NEOTREFEZERT 2. RGN Z O REZ R, BIREMEO LM e X
OCBHEREO L Fh»H1E, A FI4 V2ROl L UCHERLTHW-. £/, %P1 b
A B JTEEE MR il kA S o3 2 v M LTid, wWEERR Y BEYICETIES X OB %
1T 7.

14. HM4 R4V DREFHEE

ARBHAA P74 VI3RS Figoduez Higd. L L, ERZMEPHRONLELERE, 4
FUIIE U CATRH o Hi ] L oM SGT 2 S5, KA A N7 A4 &, P27 — 2948 8 JEAE 57 18)
BREAVETE R A B S AR YRR B BRI e 336 [P A C B9 B AT e |, [ PRI i -
i MU AE (2 B9 2 A AL 7E | (WF2e3ess S —RF) X D B Z 5200 2RI 22 0 A T d
5. HABGEIE - BifEBREZ O 2/ TR OUGHERZ#BL T A2 TETH 5.

15. EFMLHBORT
filige B2 RE 9 Bl S M ESE B T A BEEO LTV A LTIV ATFYT A v 7 L2 —
(Systematic review: SR) #47\>, BARMICHESRANAE 2 /R L72. P47, 58, 6843 SR,

16. BEDKEBPRELEOREICIS UERRE

THATA FTA4 %, BET Y M AUHRICHTHEREEZ RS20 TH Y, RSN
AN L) MBS HHDOTIE RV, EEOBKRBIY T, ABETA FI4 ¥ OHERO AL
59, MlifEiieax b, VY -2 EOMOER S EEL, KRS U@ R WiF 5. @

34  FERBICHOIMSLEE BEANKZT>



GRADE system WV EEMBEEICHTEIIET ANV ATYT 4 v 7L E 12— (Systematic review: SR) & & UF 7 Dz

RVKGIRTA R4 VIZEREHOFER E LTHH IS I E2-ELTELT, @EDHEIL
B LI ERIAHEYTHS.

17. BRICIEEEEL R
KRG A T4 2B B EEREER (Clinical Question: CQ) 1X=2Tdh Y, FNFNIIHT 5
WD —XICFT LD, MPBEETHLINZHD)RTLWIRLT.

18. /i€ R34 DBRICHI=> THREZEREHEER

fiig . (COPD, IP, CPFE) (¥ 9 lili i i (x5~ 2 3EWpsfeiki & LC, PAH THAMEAVR S 7z
BRI MAEILRSE (Taxy 7790 LA 0 M) v A5 REEHi3E, PDES S, wf
WY 7 VY 7 5 — PRIEEE) &, M IEAE O MR O b & TIRENLERRIC Y 72 0 #o
PHEZEN T d 2 A5, Z OIS ML AE O B FIREBICBRE S b 720, TOMIEHEERNE 2 5.
SHEMBEHTOHEMED S S 52 F RO EELRETH L. S 55 GOMEIEL RS 5720
12, HABERIE - BifEBRE 4 & Ok 2 M5 - M 2.

19. M4 P14 ERBEIUVHABRENIR

RSWHA FTA4 VIFFEFHIB L OB 2 HOAD T A V2 A MR 5. H2 8, JEAH
e FEofuEE e LTRIDL, SR H AN S IE - MifgBR5a4 4 b & Minds (2 TR
TETHS. ¥4 YA MUTHARSEIIE - MEBRESY A4 MCTARTPETH L. 7Kl
HARBARHEH L Lo, BLXOYAT~<T 1 v 7 LY 2—% peer review % CREICHET 2
TLICKY, B FIA v oRHREE HIET.

20. M R4 DBRICHT=> TOHBENLERER

EIRAMG ML E PRI A TR P L, HWHINDERL L0, gl EONT VA%
BL, TheBRdDIlie) BEDORENHLh2HEl Lz, P53, 63, 722,
REPRDAE L 720X R R B0 - Ml 7 EDA T e hERE, B A BT A 2 2 KERIZFIH
W L7z 9 2 TEAESE 2 A L CHMbER & ORIk 2828 - M5 5.

21. HBROBRICHI=>THDE=ZLEV VT - EEDIHDEE

DBWNA R T4 ORI E Y, B (COPD, IP, CPFE) 1Z4E ) fili & ML fE (263 % Sk
EDHIEICRR S NG 2 LIRS G, MFRERNFIE, T§BRENEHE %2 & &2 IO BE i 7 — 2
2 X o Thiig . (COPD, IP, CPFE) (A% ) Jili i MU A AE 3 0 TG % 5 2 I T & A, 38 4R My i 9
RO IEMA N S $ 5 2 EWIFIN L. SSICIREHNR & LTligk (COPD, IP, CPFE) 12
PE 9 il 55 0L S B S L O B s & ONEIRIG MG B LRBE O AR FI ORI AS A E N 5. Fa e #Ew
B 2 MEYIRIE R 0 A HEHTORAELAL & J T S N7 EH L ORE AL LT, HFRE=F Y~
FERITH. EHIC, SRIEHAARICBILL YA N —I2X ) EWHEBRICL L ENTFREONEE R
AEL T DD 5.
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22. B4 P71 /REDMIE

HA KT MNERHIERE, SRIEEZEEB L USAVEH SR Y A MI—OEBEZ RO 7205,
ERROERO7-DFEHIE LTHY. L CENZhofEEx oz 2512, HERIUED O O#FE
ZARSCHIZHIR L 7.

RITA KT A 1, HAMRIIE - BERFZOWMINZHETER S Lz, RAA T4 AAERIC
WLZESTT T, PR27~284F K JE A J7 ) 4 R~ 78 2 il B S G M B BORIT7EF2E
AT HIRANTE (e IE—HF), B X UOCPIR29~304 B EER TR s L O
i U AE (B3 2 A AT (MFZEs St —R8) X Bz 27, &350 6 oG
=7,

23. FIRHREF DR

THEFERE, N LR FARUSN DT A BT 4 SAERZERICHT 2 M L T3, $—%P 3~
AVZRBL 72 BY TH D, LR A ERFRICBIT 2 FIZRAHPOL, #R55 COL ity COI
i (&Y% L] TH5.

SIS OFEZ R HENIZEE X, WCGHEIZEE L TR D O 2 WHIEIA I RETH % LiEA L, A
AT o7z, M2 8T 2720, SRR F 72135 MR (8 U B BRI/ R )
A MY T 2 HESAL OB T 04 F 54 » OHIBREOFRHK D SF, FH IR
LTWARWSRY) X N TEDOE#REZIT- 72

24, Tk
1) AGREE II http://www.agreetrust.org/ (20174F 1 H %)
2) HAEHEHE RSPl b EBM EEH#R1E#ER : AGREE I H AGE 4TI ver.01.  http://minds4.jcqhc.or.jp/minds/
guideline/pdf/AGREE2jpn.pdf (20174F 1 H i)
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GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

N1 R 74 e EO B

BRI R IRIE D O 3E S 7z 3 Do REER] (Clinical question: CQ) IZxf LTI AT~
74 v 27 L¥ 22— (Systematic review: SR) %Z4T- THIRZHIR L TS, Bl EIHE D i i

DFHHITHED L CQRIEEHFETHD, TETVRIZZLWEY, ShlidRdbEELEZEZ LN
72CQDOAEMNY oz, ZDDERBIS 0 L THo R EHRRMIIINETH 255, 14 FF74
NERT N — T 5 DIEARR S IERIR L E GhE, MBS L2 ETHLTHEBROIITIC
AR MMETAS. WRE R AMEREE, BHHZEEMZEE (chronic obstructive pulmonary
disease: COPD), RI’EM:Mi%% (interstitial pneumonia: IP), SJEABHIARHENE (combined pulmonary
fibrosis and emphysema: CPFE) & L 7.

WROEBRICH 725 TIE, SREZETA K54 AMERKOEBREH#ERESN TH S GRADE (Grading
of Recommendations Assessment, Development and Evaluation) system“? #$#H L7-. GRADE
system TiZ CQ IZ2oWTT 7 M H A ZEEL SR #47\y, FORFIZIELDOWT/INANEHERX VN —
WX DHEREVER T 2 E L o7,

1. BREREER (Clinical question: CQ) Mi&E

CQ IZERBIG B THIICK) L) %dbDT, HRELRT L THHELBOBFEOEE HO
L2 ENHFTEL DL LTHES NS, L LHTR o & 5 1B EIHE D s e 7 » 5
2AEILEGAB%E (randomized controlled trial: RCT) = DTV T Y AN Z Lo, FYELEIZON
TDCQ DALY o7z

CQ 132 Patient, 41 A Intervention, [t#% Comparison, 77 b # 24 Outcome, WL T PICO @
XTI Nz (DITFTEH). £CQICBWVT, T M ARZDOMNAGHE 2T 5 BEIC
THRELEZONLGHHEDHETA NI MERBRAETHREL, AV RH/AY A 1‘0)7?%’5.175:
7o, TOREREFEIZI) RDHEAE) ~1 (RDEIETHZWV) ITHHMIZT ¥ 7017 6h, RHENIZK
K (9~7), EE (6~4), BETHW (3~1) IZHEINL ToHb, ERETY M A
EHELRT T M A LIIDOWTSRETH 7.
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CQ1l. COPD (29 Mis S CQ Dk

A3—7THY FF7-EEEREE (Key Clinical Issue)

COPD (29 i £ fE 1, COPD OAiEHNIIIEAE L ) 2 G HHET, FREILIZHS T 2 BRI ICERZ 2 miE
THb. TOFEYHPY:L LT, PAH THIMEDVR S NZBIRNNAEIRSE (Taxy 77 Vv LT, v
NV ¥ REgE, PDES MESE, WstkS 7T 2 viRY 7 7 —YHIEEE) %R R TIRESHA SIS, %
D—FT, HWAZROEALL EORAGHERLOHED H 5. W SN 72 RCT %z & &I ARIFFE TREHA NI A5
REDHIEMEATRE SN TV DD, RIGHEHOMGELZ &0 T, Ty AR TW 5. BIRIMIM LR
OB EIHIR A (F) 2ZEL, @UARKREREE LT, 6 0HATHM, R f5H%
(T AZHROEAL) % EZFHEL, E 513, EAFHIHANOEE L EOBREROARIEICOWTH L NITT 2 0%
Vb, BETY M HLEEL) ZHAICHALT, $ETICHREESNZHRTEOLLE T > A2 YD THGEL,
COPD (20 il i ML AE (2 5 1) B IR M A DEoRE D HEIEE 2 BIRE L €, U2 R 2 975 2 L VR
Thhb.

CQ DR F

P (Patients, Problem, Population)

PR fREn L

A i 18 L |

BHL - g COPD (ZH 5 Jifi &5 ML e

H PRI S PEFR A O e 7. L 72 sk

Z DAl BRI L

I (Interventions)/C (Comparisons, Controls) ®1) & b
SR I i A B R R

S TUREY TV, B

C IV RRY AR

- PDE-5 13

SR T S OVEEY 7 5 — g

O (Outcomes) ™) A k

Outcome D% W ED PR TRH AR
01 [ARE 219y ES 9 23
02 6 AT R oW | 4 8 =
03 il i AL D T 8 3
04 I8 PR 8 > e 3% 2t 8 )
05 I A D TAL & 8 =
fER L 72 CQ

CQ COPD () MimiEMEBE BT, SERMERREZ VL Z e shE 307
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GRADE system # W\ =EMEEICHTAIIET > ANV XTI T 1 v 7L E 12— (Systematic review: SR) & LU Z D

CQ2. TP (BIZLPEMiZ) 120k B MRS OQ o Rk

A3 —7THY FF7-EEEREE (Key Clinical Issue)

IP 120k ) W MUEAE 12 1&,  — BB s S BN S MU A & S5 & 9 ICHEBIRRE & U Ca b3 2 MEE &,
IP OEfT L & HITHEPEL T L AMITIMERE & 255 5. B s ME S FHIC BT 1 3L S AUMBY IR I 55 1l
JEE L THEMAADEIO HND T ENE V. —HEEDMSMTESFHICBWT 3L LTMUEDSIT SN H DT
DY, BIHEMNADORIEZHFTRERRELZ 5NE. FWEMEMZOEALE 72 S 2 EMBEMREZ 2L 0 5E
VISR S PR I A4 R A5 AT AR & L C— B e IR MUEAREE & 72 5 TV RS W 720, R E O
B E L YT RBERE ATV, HREPRE L L FICHEIEESEIH L TW 2023 T 2 LE1H 5.
PP IP HSHEFT L 72 KRBT S MUTHE 2 S 0F 35 L FHRARTH 5 2 LAV bNTIZW 275, FRBOEITHE
K72 DA, SUEOIEDVEHN 2 DOPIATH L. L L IP s M SEAS B 2 & W% P e i3 B 12
WML, THREAICHFSTAHRMICEELFETH L Z LIZMEV R, Z03Y#EL LT, PAH THAMEDS
NENIERMNEIRE (TuRxy 770V LK, T2 Mt 25 0EhigE, PDES BESE, wEtk
FT VY 7T — YRS ORMEEBE LSRR SN, WINOBE#ELREZICE->Twhiwv, /2
COPD (2 Bili s MU A (M A PEARSE & e - L 72 B & MRS, T ARHOTEAL L L ORI G EESIBES S
5. LHLEL OWHIIERIENOBBIIBEZEIN TV 720, AERZORFICETHAATA TR
DOWHIRTH 5.

B 5 M7z RCT % & ORI RIEREHONE 2 50T, TEF Y AR TWA. EIRWMIILELERE O
AR E ARG () 2EEL, @YLEKRIEREE LT, 6 40 BRTHAE, M AEFER (52
ROEAL) R ERFMHL, 2518, AANHANOEEL EOBEFEROGREICOWTHL 2T 2 LEN D
5. FREH 25 F TG SNZBREO T E 7 v A TRD THRIEL, TP I2E ) Wi mEERE 2B 5%
PR PR OHEILE A WFE L C, BULERREEZ L P EETH 5.

CQ DI EH

P (Patients, Problem, Population)

PR e L

A 18 L I

P - ke IP (28 i i S
IR FEA: BEHARM DFENL L 7= sk
Z DAt R L

I (Interventions) /C (Comparisons, Controls) ®1) Z b

BRI INERIN =S

- TURY TG Y], B
C YRR VAR
- PDE-5 [l

O (Outcomes) ™) A

Outcome D PIZ fe P E R T
01 FETHROMET £t 9 h=3
02 6 s HAATHEEOUE | A4 8 H
03 ilIKEETSARDT &= i 8 p=y
04 I8 A 8 0> 2 3t i 8 p=y
05 I A S DAL & 8 b=y

ERL L 72 CQ

CQ TP 2 il MERE B IS BT, BIRMATMAEILRE 2 b 2 e ARSI N Th 7
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CQ3. CPFE I24F 5 Hlis i+ iE CQ D7kE

A3 —7THY FF7-EEEREE (Key Clinical Issue)

CPFE O FHAARTH 2HId—>% LT, COPD % IP & ik L CHiss T DA PHEENE W L B%IT 5N
%. —} T, CPFEIfE) MM MEE ISR T2EBAAN (FTUuRy 75 vy L#EA, v k) v a5 R
3, PDES BIESE, Witk r 7 = ViEEY 7 9 — VRl & 0 PAH THRIPEATR & 72 BT A JEERSE) o
i d, COPD % IP L Ibi§ 2 LM Th v, HURTIE, BRI AT 2H3 - AF% (8) CETsY
FYAOFHINREEE S ED 2B eV, —HT, MOHECHREIEEL &0 %729, BRIAY TId PAHIC
L MAFIREO B O REPHERSN TV LD RETH S, £ 2T, CPFE M) M MUEAE A3 % (G
A ADTEHRIIBE SN2 25, BIRAYIG M IR 520k 5, 6 0 MRAT s, WS kht, AERE (DA
EAL) & ORI OZAL 2 M5 S LR EEEZ L.

CQ DR EFR

P (Patients, Problem, Population)

P e L

AR Hiy 18i% 2 1

PH - e CPFE (2 ) fiff & il £
HhEEY ZEA PRI OHESL L 72 Hbdsk
DAl BRI L

I (Interventions) /C (Comparisons, Controls) ®1 Z b

NIRRT S

S TURY TS Yy, H
- IV RRY VR
- PDE-5 [HE 3¢

CWEEST S VEEY 75— BlE
O (Outcomes) @Y A b
Outcome D% D ED R AT
01 TR T 9 J=y
02 6 S HAATHEEOSE | A% 8 M
03 it A5 RO % i 8 J=y
04 I FRY 8 D g 5 i 8 H
05 A D EAL & 8 p=y
R L7z CQ

CQ CPFE (289 Bl MR E IS B W, EBIRMNIE I REZ V5 2 eI T 5 ?
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GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

2. Xk

SREKZ B T & % W0 NRHE M EE 25 PICO 7 S MRFE 2 il U<, MR ZMER L7z, 19664F
1 H~20174F 2 Ao IR S N7 8550 # 3L % MEDLINE (PubMed), Cochrane CENTRAL,
PR Rl (BRHEE) W THF—7— FiRE L7

LHRZE O iLZ, GRADE 5302 &L % PRISMA 7u —KiZF &z, F—7— FRBEIZL D E
WRENZZ@/LE, T7AMTZ PTRAZ ) -2V T RATV, WEEZBIRL T KA Z Y —=
TERATo 1. WHPODOHA FITA4 v EBZIZL DS, bAEOFEERIEN % H M L - 1HHRie it
DVE ZAT > 72.

3. TEFTVART—2DKE
3-1. COPD (Z{# 7 Bibis £ fE

GRADE /53T, RCT 2SR EN726, X7 — % D A % 7 F 1) ¥ A% Cochrane Review
Manager (RevMan5) software ver.5.3 (http://tech.cochrane.org/revman) % W THEEIN 5. L
Z»L, COPD (2t 9 Wi MUESAEIC B\ THRS M7z RCT T, iHEA A THIV & A7 #4005 il i 5 4
RN BT h o/, TRy 7oy L 8H], v k) vk ipidE, PDES H
EI, WS T S VERY 7 T — BRIREE 2 R R MR 2 O L S O LA
WY& LCERNHET 2bHAYTF ) DAL T b EITo72. F2RCTOILETFT VA
NZL Wiz, A SN BA N SBBATZERER S, ER ) — X%l Ty MAZEICE
EOONTZEERL, 4 O IZOWTEHMEY — P &2fER L7z, TRICX D@L T— % &t
&L, B SR 211572,

3-2. IPICf¥5 PH

GRADE /U Ti&, RCT B RH S N7246, a7 — % O X % 7 F 1) ¥ 213 Cochrane Review
Manager (RevMan5) software ver.5.3 (http://tech.cochrane.org/revman) % HWTH&3IN 5. 1P
(2D Bl IERE (2B A RCT 3D TR, 2o TI Y Fu ) V25 ki3, PDES MH#
B, WEET T VERY 77— BRI I NMARTFELTRAY T Y VAL BT e %
To7z. F72BEEIZL o THiAKIED MBS IP O BEALS i ShzFFE L ), MRS saike LT
ARTEMIS-PH (NCT00879229) & RISE-IIP (NCT02138825) #&#I2L7:. RCTOIE T ¥ A2
LWz, SRS N1 5 0 S BERFZE RCREGI R, FEFIS ) — X% E, T MIAZTEIZTED
LNk E R L, 4 O OWTEHiy — F2fER L7z, TR KD@mLT— % 2ma L,
EVERY SR %47 - 72

3-3. CPFE Icf¥5 PH

RCT iZfrbN Tz iz, Cochrane Review Manager (RevManb) software ver.5.3 (http://
tech.cochrane.org/revman) % i\ 72X % 7 F 1) ¥ A3 To> TRV, HEMNAREDIEFICHES
N5720, RIS NI%A R SEERATZECRESIRE, EFS ) — XL, T MIAZTEIZELED
LNTCERE R L, A OF IOV TEHIi S — M 2E L7, TR V@ T—2 AL,
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EVER) SR 21475 72

4. TETF Y ZADEDFT

4 DFHLIZONWTZEDIE T Y ADE T 5720, §Hfis — M2 AT TRAY 27,
JEEFE (indirectness) ZEEMMi L7z, /54 7 A1, HFEZIZOWTEMEEOHMICE Y, BHY A
(-2), B (1), &Y 22 (0) O 3ERSTHHE Lz, Z OHBHILEEME O Mk, 5, 5
T EORBE 2T B0, 28OFMEICI VB L, HIRAR R 25413 ER 2 I LK
—L7 NATAYVAZERELT, FEAEN20EFETHHERANLRY A2 (-2), 3HI?RE
UCBBERRAZR) A7 (1), BEAENODOEEIRYAZRL (0) LHELz FEEEERE
FEE, L CHRARFEEED Y (-2), BEAGIFEEES Y (1), FEEERL (0) LHE
L7-.

NAT AN AZZUTORL ZZHEINT2v. £ R AL VIEERNIZT ¥ & 2 LB 0§
HMETH LA, BGHMRICHEHIND. EIRNA T AL EBHESROERDEYICLVEL S
NATATHY, FFICHEKS N LBHEONIEN RN AR F~OBRHZELND S THRERLZ 212
K0T MO LWEEEZTENATATHS. HT v 5 LIRS L B A v 5 85
By, WREINLZHOIEIERFESD LD L ELILAICIE, #IRNATADBELS.

FANA T AL, BINE L ERIREZOERILTH ), HKSNDBETHA - 77 OFETITHR
MDD LGEICAEL L. BEDT T RRRRERIRWEZONL 7 22352 L 2 HWY
L35, BHALINTORWEAIE, ZNARRICRITTHEL T 5.

BelioNA4 7 2 &1, RIRENZHETT 7 b A WMEIRFEM 22055 25 E5 1 LA /54 7 AT
HY, 7O AMEEVPEBALIN TN HE ) RS 5. BIGMROSAE, 7Y b A
WENSIEMET, #YRs A4 I 7T T a2, MELERAIEMED 2 &% 5FHli 3 5.

FEGIRA N A 7 A &1L, HIES N DR THRIT S & 7% 2 FEBI ORI = 22038 5 Y (A
L%, TNZROETY M AIIHT L7 PREEICHESIN T h FITICBIT 288 &
OBINT =5 %250 7T), 7Y M ADT—IPREERID, FEFAZBIL TR n %3 iiT 5.

FEOMDONAL T AL LT, WEESNLBEOT Y 7 2ON—HL2HE SN TOuARWEA
BE, MRORKEEEDVOIERZFPME SN L L VI MENA T ABD L. S5, PR
MDSETH SN2 T TRV 0b 5T, H5WILEY)IZEHE X 1172 Adaptive study design
THWIZHEDL LT, MUPEHE S N2 2 TV A X2z T RiICRIRAGEH S 7z & LTk &
NIZERRRER D6, RRAEREHE S 12 R kN 7 2038 5.

FEEFNE (indirectness) 1XHERD [HMZ Y41 ] (external validity) & [FFETHY, HLH7EH
SO NGRS, BEE 2 T2 CQ REIARIRDI - B/H - FM~EIS L) 2HELRT. WFFER
GEEM O, AEADE, HEEOEY, 7Y b AEDE:, OFHBIC L )RET 5.

42  MERBICHOIMSLEE BEANKEZT>



GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

®1 NAT7RAURY

FA A SEAfE H

BPUNA T A PREEN WL

FY AT OB (32— A1)
FATNA T A SN L RERMHE O F L
BN 4 7 2 T b AWESR O ERAL
SEBIRA N4 7 A REET T M LF—%

ITT f#T QRFRAERGHT) FEIEHE
ZOMDINA T A WA T A

FIRER A RN A 7 A

ZOMD /A 7 A O FE

5. P MHLLRICEATEIIET ADHEDRE

CQITHLTIEL 2 -EToMREMEE, T MALAZLIZHHEL, TORRETLEDDD
ZIVEF VAR (body of evidence) EIER. ZOIVY T A#MAKE, ®OTNANAT7A) A7,
EEME, chiamz, JE—EM (inconsistency), A FfffE (imprecision), Hik’NA 7 A (publication
bias) %2 &, YTV AF L — N& FIF55HH TRl L7-.

NAT AN A7, FEHEEZOWTIZ EARDME) THL. F—EMELIX, 7Y b ALIZHELT
i S N OMEH TOBERRIEEMOIZ SO E DI L 2L, WA R BB RIS AR
FIET DI LR BEHRT 5. AREE X, MIRICEINL2EEH (T TUH A X) R XV NS
BB OIZT ¥ T RBRENPRE L o THRIEC OB % ) BEXERT 5. IS A
T AL, WIZEANRIRIICHIRE NS 2 12X T, WIKICH 53 L EOREDIRIIN B/ NGEAll
FREBREFMISINLE I L2V, FLAOHEHEZ, ETHEA (-2), 8% D, %L (0)
EHE L7, ZORRICEIDZE T VA7 L— FEFHfiL7z. %3, 4%k GRADE 7 7u—F Tl
VU —F& FF5 3EROFHIIT 2%, KSHFA K74 ¥ TS 2 BIEMEIFAEL B\
DT L—FETIF55URDAEBE L7,

IETF Y AREOIET YV ADMS IR 2OM) THDH. FL—FFT 3255 ZERIT LD i
WaTE Ty ZOEPPE L%, SROMERE L LT Summary of finding table (SoF table) &
GRADE Evidence Profile DEZEK L7z, 77 b A ERIZEHT 2T Y ZOEIE, ®EMITN
AIVEHRITHERR S N7z

K2 IETUVABHFOIET > ZADEE
A (&) - ROHEMISTE S FEE DD 5
B (4) : ZROHEMEITHREDOHRE D 5
C (49) : AROEHA T ZMEIRENTH S
D (&TdEwv)  RPRMEEMDT L A LTEETE W
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6. TEFADSHROIER

HREZPRET H72012, T Y ARKICHT 25HE 2TV, SOICHEBDOT 7 M LT 5
IUT v AR E RLEL TEERICET 25 21T - 72, #IRE, 77 b AAERICEDS &R R
CTF Yy ADHE, FliglE  AHONT VR, BEOAMEB L A, EE (X FRY VY —R) O
WAkt L CE L7 BARRICIZE O (Quality assessment) &SRO EH) (Summary of
findings: SoF) #7722V F Uy A 707 7 4 VETTICHED 72D DO PW 7 — 7T IV 2 EK L7z 1
T, MEREXREE L 7.

HERDI=DDOPW T — 7N T, TV AOMRENE, FligsE - BHOKRE I ENT Y ZXICH
THMEENE, BEOMEBIRFADIEISDE, TA IR V=R Lo EHIZOWTOREFHIH
ZRERL, FhEUREMICHE LIERZRE L. FREEEDONTS V2, PRV EZERT LY
FIRHERRL L, HEOEFIDVBKREVEL) LRHIFHEREE Lewv., I X MR Y —RZIABTOIIRE #
A, TNEELTOIHAE I 1 ZEDORIEN D L 02 BE Lz, BICHROPEICH 2> TiE, &I
DBHOBURE AL OBET A F 54 v OHERLWZE L 72

3L, RO, [#HROMS ], [ZEF Y AOMEE] O3 O0BEENH ), ZOHA
HGhETEBENS. [HEROKH ] FZOHRET) PENTHY, [HROMRES | 1Zimw (1) 2
g (2) &, [T 208EM] 1X A high (%), B: moderate (H1), C:low ({£), D:very low
GEFIR) owFihThsb. HRORS, BIY, RO EOFZLTIZRFTHL.

1) BEPICHLTHEIZIT) 2L 2HERT S (1A)

= (FHVIESE, FHuBILIc S <)

2) BEPICHLTHERIZAT) 2 25T & THERT S (20)
= (55 ifedE, 5V IES <)

3) HMEPICHLTHBIZIThEW & 245 (2D)
= (FHVESE, & T L FWBILIC S <)

4) BEPISHL TR I 2T & 2T <HE3ES 5 (1B)
(RVHESE, PREORIFES )

7. NRIVEH

NANVEHESAY X ML, FREENEL IERGNE, REEE, BEARERE BRT 5
MR 7V —TOREEHZIM LT SRICHG- L7z 2 23 s/ EEokgid s —Hclf
BYREFRINT LI L Z2HEAE L, AEEROLDIBIET VT 7 4 EE2 W FoH/88 ) A b
IZ RN 2 2 L, SRV REENHERE R E D720 D BRI L ToORFE = T o 72,

INAOVEERIE, 20174E12H15H 1% 4 RE3050 & 0 BAfiE L72. /XA Vi TlE, GRADE =¥ 7 A
707 74 VTOEDOFM (Quality assessment) 3 X O RO ER (Summary of finding table: SoF
table), HEIRD/=ODWMWTT — TN, HWIELHEOERZITIZT A A Ay ¥ a v &fTo7z. CQITH
LCT7 7 b A OEEEOFHl 21T, Flis e EONT 2 2O, Bl T > & OiHl, =
AR Y —ADFHMi 24T o 72, HBROMI ZHETL, RHEIICIRERZITY, #HRE2IE L.
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GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

HROREIEE LWL D 5, BEEAERPSORMAN R X ¥ 2 FatlZicd

1)

2)

3)

5)

6)

BUE, Wi TS 0% IIMEBREBARI COABEEITo TV D E B o TR, Hlifs
VAR Bl S IEAE DS W & iE g, [hlE EE & i BB 2 M & LT b fiiix ~ Ol
NEATINRETHL] L3NTBY, WEREENFI DA O—F S IiiE MUEE OB H# %2 S M
IAToTnb 2 Lid, REHFLWANTHS LEVET

T T 5 LS OGRS A 2 A2 5 H S ATIE, ROMRY 72 il i Ji el 72 & 2 47> CIH
=YY

PH-COPD ¥ 3 ACHH G 2 2 IEADITTH S W,

PHIP BH S AICH LT, SBOGHRTHEMALZEMHROMEEZMHEL VT T

Jitig AL S MR IUESE Tld PDESHERASHRETE 29 L aNTwE T2, 4B E 51254
DIET v ADRERDBFEI-NE T

BIATA BT A 2RI AT, Mg EITHE D M MR (203 2 Fe 581 PAH G#SE 04
HiZowT, BIEBTIE MEREZEZERLTD R W) | ITBFEL 7.

8. BBEHARI1 DHE

BIITA FTA4 1%, NANVEERTRE LR EZ 0, SMERE O TER L. Rk
HURERH 2 S, EOhEALL 7.

MRFHI R B O— AN L LT, BHAA NI A4 AMERGTEEMETH 2 PR A5 ax vk
ZTHWZ, I X Y MREB L OZNITHT 2B K74 Y NOBRLE Tadllidd

1)

2)

3)

4)
5)

6)

FIEMREOSN : BESZOFICH TBMN 7220wl L iZ o e B3, ERIcE
DEIBRA YTy MBETh, FREIVFEENLZIH I EZTHS ETEREOWRELR Y
A, LI TWE L, MOFTA FIA4 AAER TV —TIZH RWIZEL2 0L B
WEF., > SR VRBOHEBICEZSPOORMKN R I XY MEEEL: (P 45).
EROMES B - BELENZTY ML, 7Y M HATEDIYF Y ZARMEE O
FLE bAL LRI TVWET.

TER DR S : TEF Y ARRICE D&, RO DOUW 7 — 7 (Evidence-to-Decision
table) % FJH L CHRESPE SN TVWET. HEmO 70 AORBlE LA L INTED,
BIAA NI A PER TR s TV T

R ORE S IR 22X/ T8 F Y 2 L ORIGEBREFEICBERSNTVWE T,
TE D e S - AVEREHI S L RE 2 iPH TS L CIHE, Zo#EE A4 NI 4 v Otk
ELTHERLTwWAZTMIERWE T, — AREHH (BRI FI4 2 O#E] 12, Jilifgk
FTEPLEDIARX Y P2 T RXTERELT, TONISETZHIRL 7.

FOROWMES  T55 HEFEL 2 (weak against) | & S HEIRFICE 5 2 H VIR ITH
fRCcE 9. BUBOBRIRED, [55HESEL vy (weak against) | &) LA, Eo X
I BEBREEZTLIEDNEFT L, RRLTHETFWEIRY —LBbh s (ZoH#z
TbenZ L2 RT3 T2, R - FRFICE o TREEIATH)I L 2EZETHI LD
bbb, LVolmaT Y AIRDTLLID) = HEOEIRIE B Y, Fip EIZHE - fifi s
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7)

8)
9)

10)

JESE xS 2 MM SRR E O I, ZhE2 WS 2ICHER T2 TV ADBAEETTH D
FHADT [§5HETEL 2\ (weak against) | (TR FH X520 Ed. LaL [§Y
CHEFEL %2\ (weak against) ] 13D O 5w T, [hlikE (COPD, IP, CPFE) (249 ili
EIUERET D, R - SRS K o TEERM B IHRE O 2 HEI2IT) 2 2 EET
HZEDLHBN, MR TORAPLT L] 2, CQ1~ 3 st xiciBic Lz (P47,
58, 68).

BHWEEE T AR - VY —RIZOWTEE L] Loiddbidd ) 3755, HIRINIEH
ZAT) OIHFBE G Y v — A (TR, R8s - e &) 32w TL &9 H». EREHR
AZ L Vi, EFREETOMNIGTREEIC OV TRV TL & 9 A Mk - fiikick 20
V—ADHIRAH B ()Y —ZADKENKRE V) BEIZE, RICHEELZIET Y A THIE
Z L2 ZEDPHETETDH, HIRIEREICTLILESDH L LRDNET. — HENITHARIIZ
B THEE RN RE S i M RE 29 O BRI FG A T3, SRR Tl IRk 5 Il v i+ i
BRICHLTHEELZET Y AEH ) FEA. 22T, [HEMRIANEE 723455k ikl - i
w7 EVAT L, BEHAA NI A VR RBUCFIHIEH L7299 2 TREESELZ AL
THM % & O ZHE - #5375, | O—XEHAL K54 Y OEMICH 72> TOFAE
M7 EHREIROHB B L7 (p.35).

E O RO COI BR, HEIEPENDOEGIZOWTHLMIEINTWET.
SREF - bREa A 2 MR LT, R HEPH TS L TIHW /2 & L TORHliIc 2 ) 7.
[19. 4 NI 4 Y EEBIOCHARED TR, S%OMZEHRE (future research question)
MPRRENTVEHIREVERbNRFET.

SR RETSEIER SN BETA Fo4 v e lbhEd. KAA4 K4 V0 B/kE
WCIK<HBR, BHRICHELOZLEMELTE) 9.

9. Xk

1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (%4 ¥ X) #'4 F54 »+& % —. http://minds.jcqghc.or.jp/n/
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GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

CQ1 COPD [C#SMEmEESEICHVT, BRMOBMEMRREZRS Z EHHR
ShETH?

IR

COPD 12 Wi B MLIEAE B 1 B 2 BRI M RS (7R s 75y YV L A, = F
) VAR RPUEE, PDES BHESE, WAMEZ T VY 7 5 — HIEEE) o L, Bl
X Wi A 2 B PTG I & TR BB 2 MR COMME S s 2 L #48%3 5. COPD Ic
P9 B IUEAE TS, ARV - MR & o TEBRIRBTMAE LRI O 2 HEI4T) L 2 ZET
52LbH505, HMiXTOREHPE T Ly (GRADE 2D, #i3Roims [ <fERL W] TE
T ADOMERME [IERITMRD).

DL E A

COPD {2489 i MUESE I BT, PAH THRIMEAYR S 723 R Il B PREREE O R R % 7R 33k
EAMAENG, ZO—FT, TAZBEOEL EOFRAN LA ERGZOHRELH L. 5N/ RCT
% G U ERIRTEZE TR M IRE O F R AR SN TV 525, RINARELOMGEL & T,
IUFYRARMOATYS, LA L, i PHAERIZ I3 PAH 2 B2 B3E phenotype & LT COPD
AP LTV LYEDH D, registration (2 X ZIEFIER A HAERL & & HI2, HMERETOHEH
JistOMEI AR E L, FEARIITIE, Wl e & s A3 2 B IO HIRE & G HR B o & %
Miik TOREH R S b,

1. %, COMBNEEE

COPD (ZfE ) i MESE X, COPD O4ATREEIIIEE L 9 2 A PHET, THRELIZHES T 5 K
ICHERIRETH S, TOFYID: L LT, PAH THRIMEATR & A7 3R i 10LAS 3758358 o %)y
RRTEMENHA S NG, ZO—FHT, FAKBOEALL EORMNEHERRZOMEDH D, RS
N7z RCT % & TR 78 CREIRIIG M IR E O REATRIR SN TV 528, REGHREHOKGE
EEDT, TETYRAERLN TS, BRI MEILRIE O R & ISR & AR () 2%
L, #@YZRERIEEEE LT, 60 MAATHME, MR, AHEFR (DARKHROENL) kL%
AL, 512, EAMHANORE LR EOBBEMOARNEICOVWTH LN T H2LEDND 5.

2. MRER
2.1 BREKS

Wik L72 & 912, PICO 253 SN7-MERFEIZ X U, 19634FE 1 H~20164E12H oIz Fz 3
Y iED F L% MEDLINE (PubMed), Cochrane CENTRAL, [E&hiizkzHwTF—T—F
R L7 (7. BB L SCEGEIRSI) . TR Ot iuid, GRADE 7732 & %5 PRISMA 7
O—NZF L7z, MEROME, PubMed DA TSNS, & HITHHRASE LT LHETIH
L7z, 20955, 198 B ACinZzz, L8 7 v 20 iR ERHIR Y. RCT I
A1k, AN EAFTE 4 1F, BRAINSHIZE 6 1F, JEGIEM 1 1F, JEGIHE 4 HFCTh o7z (BITHITIOR).
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2.2 TEF VAN

COPD (249 fili & L ERERE BT 12 35\ T, PAH THRIMEATR S M7z BRIl M4 PRaRIE D3I 51
EHE LT, MimiEEiotE, WHO S E D 2 WV IIFRNEOUE R E2 R LA TH o 72
LOHMERDH D, LerLAdS, IS0 RCT OBGETIE, 6 20 AT HEEN 0 SR i A5 1R
HOMPIAD SN TRV 725N RCT TOMIALTH B, ZDMOIERIFZEDOMGEET
1, BlMAEET, WHO BEREHEH D 2 XU R EE, 6 45 AT BEE~ o0 RN il 10 35 DL R 3E D )
FF—RTRRWTY. 72, IS OBEIIEOME T PHREEICE S TOR V., BRI I
BRI OB GBI G X 0 SAEAEEROYUHAVR ST, RIS R I O 5
O 14EE SAEAAFRIE, TPAH (RRZe PR EM S EAE) & s 2 L HRA L LTRETH 5.
FEBIHRE T A AL DOYEDTRD SN B0 BEACDOHEGG B )10 RRER 7 A A D
b3 5. PAH THi3E S o0 2 ¥MIPH AL, COPD (4 ) Ml MEAEREBIC B VT, R
BNTIEBIEDO% A EWFFEDADKGETH 0>, RIS TOME T ZWETIE 2. JEA
ANCIERINGHE B 2B £ 2, & MEAE & e B3 2 BTG AIER & IGHEREBR B R 2 it T
AR S 5.

3. WIRMERDI=HD/I I

PAH CTHRIMEATR & N 7233 B0 IS SRR 1 X 2 il i 55 KT o0 B 38 R0 P PR e D e 3 7 & D %)
H COPD 285 Wili i LT i % 12 3517 5 ‘PAH phenotype’ O A ED W RELE L, # A SSH D
b ERFE L Z2WRIRAE T 2, [HARIZIE, Blis mEaE & i B9 % B B AR & Gk
BB g ik COMEMMPMEFIND | 2L IZe8i—BTHE L.

31 PIMHLERICEATAIIET VANEREID?

COPD (249 Jli s MLFEFEFE BN BT BBR S 72 RCT, il X WF%E, %A S5, Ml
PLOYEER RN EE DU &7 7 b I ANOHEEDOR RN D 5 2 L1220 TOMREMEZE
ST, BEFLLBWT I M ATHEHTARBEOEALIZ O THEEOMEEESHSH. EFLL
HTWT 7 A LRSS EITEWIEDSEIN TS 22D, [§5HERL 2] OFRICH
FHLEZLNA.

32 FIBEEDNFG RBESH?

FEHRI MG ML LR & Wl A BT O D MR O 2 &2 F LW R 2 7R 3 a5 25k
REND, ZO—KT, FALBOEALL ELF L WRIRE DEIVRNE L, HEROME S 1355 <
Y, [§CHRLEV] ORRICATZEEZLNS.

3.3 BEDMERPHLIEEESH?

FEC % L 5 2 LI EWEBIATE AN S, S 51 6 4 HIAT I & A BT oM IC b
EWIEBI S E 2N, CNOIHEEIREFTS. 2T LRV T Y D ATH BT ALHOEL
ZLEES 2 2 L 12D EWEBIASE A, COPD (2B 5 Jili s MEFERER] T3 2 S DA EBLO 1 5
DENRWI EICHEIHTS.
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GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

3.4 ERRDFFETR MPEBDNF L RARBESID?
AN ML AEPLRIIIAA TR ML, WHINDER DL 20, EROIX P 2EE L
Yy, WO MR IK 2 5.

3.5 HBOITL—FT19J

COPD (249 M S MUEAE LS 3T, PAH THEIPEAVR S N7 BP0 B SLIRIE OB R 2 7R 373k
ERHAEIND., ZO—HT, TARBEOEALR EORMNHEFZOWELH L. LrLeds,
FRERERI I 13 PAH (2 B2 B phenotype & LC® COPD ZPifF LTV 284 bH Y, registration
X ZEREREEATRENRD & & DI, B TOBRFEI ORI L T L. PAH THRIMEA
TR E N RIRAYIG LA PEEE S X 5 COPD (ZAE ) il 1L e 2% 12 3317 % ‘PAH phenotype’ O 71
LEOWREMER B F 2, [FEARMICIE, MR IEAE & BB B3 % BT HIRE & G ER s 70 it
HETOAMEMAPHE SNS] Z e iZe&a—FTiE L.

4. BETHUDEMAL FF71 DL

20184F BNl s UG HE AT A BT A4~ (HAESRER 2, HAMSIME - MifEsEs B <k
[ 3% PH A TIE, HRSUBRAEREE & IR PE B 5 % ko T 2. AL IRBRFE H O RE~ D BY
L R A TREE A & BRI BIAS T E v S E A 2 5. [HAE PH B 120, SEBhFRAERIBRIC
DRPLWERIOBETAREBECDH L. LirL, WAEEOMT XY LIGERMIEDIT 23+ 20k
YLT#A5N5%, PAH EWMiMAE ) €7 ¥ Z RS TWw 5 L HE S RIEIEREEE
EFENDL. MK 38 PHAEE (PAH OEHENFEEN2VER) 121E, PAH GHRSIE B IR B
HERoTwwv, 3FEPHIZHEIT S PAHWBHREOR R V) A7 HIZOWTOMZEIL, HiE PH A
WCETHEREUTTNLRETH . HE PHEFICHT 288 2 iEH T stoRe it L Cix, o
MR~ ORI EAITIRETH S, ] LML T3,

[mPAP > 35 mmHg @ PAH 5 % 063 5 PHAEBIC X9 2 M4 IR # | &, B o
Classlla (F—% - DS HM - G TH Lt EV) (FETXRE) THY, GO L~
B (BHoBEHEZNRE T LR NI BOEELRER, B 5\ IZIEMEIEL KB F 72 13BN Bk
WERIMP LT = MRONTVEES) L LTwa.

[mPAP< 35 mmHg O EIZHE ) PH FEFNI K3 2 Wil i IraRdes ] &, #hi& O Class IIb
(F—% - IR X DAY - AL ZNIEEH. ShTuwiy) (BELTHRY) ThY, FE
DL NV B (BEOBEENRETHRONBOEELRE, 25\ IZIEN 4R F 72138
RN GROMBE L NP O T = I IROENTVEEA) L LTwa.

—7J7, ESC/ERS PH guideline (2015) Ti&, COPD 2 ) & MU A B35 L2 oh3 2 il i 45 4 e 1
&, MRS ] [EMR, PO, %AME0%E, VYA M) —EORRL] & LTwa.

\

(g

5. BREODTE=4") 5 LT
THATA KT o@MIZE ), COPD (249 i MU E B O BB SR EE i~ D/
BIOBENE & L IEY) R ERE O RAWEE X LS. COPD (24K 5 Hifi v ML e Bhe B o Jg ik
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2 X B IMATENRE/ N T A — & — O 2 57l L, COPD (2 5 i & il iE o #50 7 B R 19 45 B o fift
P END. KA NI 0T=8) 2 73gEL LT, EIRBINIAE LGRS O T DO & A
JSHEDREBI L D R & Wiat 3 5.

6. SEROMADHEME

i s LS D TR FRAE R B B 22 iR N O EE OB X o T, COPD (ZHE 5 il ML HE o A 72
ERIRROHEE> COPD (A 5 Wil i3 452 315 % ‘PAH phenotype’ D% fij 1) 2 B ASIFF S 5.
725 R OFEM R HREMENIAY, BRI LRI LIS O Hr 72 2 G SR T8 12 S8R A W HENED D 5.

7. X% EXHER (GRADE)
54 v 0 COPD (25 Jili i i 5

CQ1 COPD (289 fili & MUEFE B IS BT, IR RE 2 b 2 & ER S N34 ?

T—=FRX—=2Z

(1) Pubmed/Medline (1963-2016), Cochrane CENTRAL, [E2heiizt (FEdik)
(2) ##AHL JCS PH guideline (2012), ESC/ERS PH guideline (2015)

LLF Original research 137 — % N— Z ML L 0 51H

HA : 2017/2/23

BFEH  YM/YK
# Besgst SCHRE
7 CQ 2Bk 19
6 #5 Limit: English 24
5 #3 and #4 32
4 vasodilator specific drug [All Fields] 20643
3 #lor#2 4104
2 “pulmonary hypertension” [All Fields] 53103
1 “COPD” [All Fields] 68630

8. IEFRA7A771N
8-1. BRAVITIEILRZEIC K S COPD ICH#S WS mEEDFENDZE
TRNOZBEDINT L RCT G332\ 7280, BISHIETE /1R 5 0] & ENTRR SIS & 0 fifsT L 72.

Pul. vasodilator Placebo Risk Difference Risk Difference

Study or Subgroup Events Total BEvents Total Weight IV, Random, 95% CIl IV, Random, 95% CI
Hurdman 2013 9 43 4 16 832%  -0.04[-0.29, 0.20]
Tanabe 2015 4 14 2 4 16.8%  -0.21[0.76,033] — 1
Total (95% CI) 57 20 100.0% -0.07 [-0.29,0.15] E
Total events 13 3]

. = _ . = _ _ CjE = } t t |
Heterogeneity: Tau®= 0.00; Chi*=0.33,df=1 (P=0.57); F=0% g 05 b 05 1

Testfor overall effect. Z= 0.61 (P =0.54) Pul. vasodilator Placeho
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GRADE system Z W =EMBEEAICHTEAIET ANV XTI T 4 v 7 LE 12— (Systematic review: SR) & & Uf 7 DifedE

8-2. BIRHITIEILIRZEIC LS COPD (-5 iimmERED 6 53 EHITIEREN DRHR

Pul. vasodilator Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup  Mean SD Total Mean SD Total Weight [V, Rand 95% CI . Rand: 95% CI
Blanco 2013 23 24 24 21 24 27 285% 200[11.20,15.20]
Goudie 2014 16.5 8 56 18 8 a7 3596% 0.50 F2.45, 3.45]
Walerio 2009 0 0 0 0 0 0 Mot estimahle
Vitulo 2016 21 1.3 12 -11.2 1.28 10 36.0% 19.30[18.18, 20.42] u
Total (95% CI) 98 94 100.0% 7.69[-7.73,23.101

Heterogeneity: Tau= 17178, Chi*=141.25, df= 2 (P = 0.00001), F=99%

Test for overall effect Z = 0.98 (F = 0.33) -100 - -50 b 50 100

Ful.vasodilator Placebo

Risk ofbias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
D) Elinding of outcome assessmeant (detaction hias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting hias)

(G) Other hias

8-3. BIRMITIEILIRIEIC XS COPD (-5 ks MERE DT EEHTADZHR

Pul. vasodilator Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup  Mean SD Total Mean SD Total Weight IV, Rand 95% CI IV, Rand 95% CI ABCDEFG
Blanco 2013 0 0 0 0 0 0 ot estimahle
Goudie 2014 1] 1] ] 1] 1] 1] Mot estimable
Waletio 2009 1} 1} 0 1} 1} 1} Mot estimahble
Witulo 2016 -1.29 062 18 0.09 0.79 10 100.0%  -1.38[1.95,-0.81] .
Total (95% CI) 18 10 100.0% -1.38[-1.95,-0.81] I
Heterogeneity: Mot applicable |

o0 -a0 0 a0 100

Testfor overall effect: = 4.77 (P < 0.00001) Pul. vasodilator Placebo

Risk ofbias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection hias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting hias)

(G) Other bias

8-4. BRMIMMEILIRIEIC LS COPD ICH# 3 mmERED WHO HEES IR E 7= (IR EHA DR

Pul. vasodilator Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup  Mean SD Total Mean SD Total Weight IV, Rand 95% C1 IV, R 95% CI ABCDEFG
Elanco 2013 -1.6 a7 24 07 I a7 11.9% -0.90 [4.57, 2.77]
Goudie 2014 -1 2487 96 1.64 2.84 87 407% -264 [364 -1.64]
Walerio 2009 0 0 1} 0 1} 1} Mot estimahle
Vitulo 2016 -0.4  0.56 18 041 073 10 47.3% -0.91[1.43 -0.38]
Total (95% CI) 98 94 100.0% -1.61[-3.07,-0.16]

00 -a0 0 50100
Pul.vasodilator Placebo

Haterogeneity Tau== 1.08; Chi*= 811, df= 2 (P = 0.01); F= 78%
Testfor overall effect 2= 218 (F = 0.03)

Risk of bias legend

(M) Random sequence genaration (selection bias)

(B) Allocation concealment (selection bias)

(C) Blinding of participants and personnel (perfarmance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reparting (reporting bias)

(G) Other bias

8-5. BRAVATIEHLRZEIC XS COPD ICHD WS MERE DT AZARADFE

Pul. vasodilator Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup  Mean SD Total Mean SD Total Weight IV, Rand 95% CI IV, Rand 95% CI ABCDEFG
Blanco 2013 -6 33 24 -4 37 27 10.3% 0.40 [F1.52, 2.32]
Goudie 2014 -0 186 a6 0.7 2 a7  89.2% -0.21 [-0.88, 0.46]
Walerio 2009 1} 0 1} o 0 0 Mot estimahble
Yitula 2016 -518 326 18 -416 4 10 4.5%  -1.02[-3.92,1.88]
Total (95% CI) 98 94 100.0% -D.18[-0.80,0.43]

Heterogeneity Tau®= 0.00; Chi®= 0.68, df= 2 (P = 0.71); F= 0%

I } }
Testfar overall effect: Z= 0.58 (P = 0.56) o 80 50 100

Ful.vasodilator Flaceho

Risk of bias leaend

(A) Random sequence generation (selection hias)

(B} Allocation concealment (selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of cutcome assessment (detection bias)

(E) Incomplete outcome data (atiriion bias)

(F) Selective reporting (reporting bias)

(G) Other hias
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IR DI

W ) 6 B
) (el asszsanl) (Summary of findings: SoF)

o | MR WP Ho | W
BREE | 74 Y | B | IO | RN | RERES W |
N SN | St
(95% CI) | (95% CI)
FobAL] FEEHEOME T
R } 0.72 .
o | memx | wa e el w | MVTAL | 032 O gk
TD) i
P 1.61)
T AL 2 6 HEAATHEE oY
. 7.69
3 RCT 7 A 4 g | MR 0 | (<773, OO gk
BEZH [
23.10)
7o MAA3 MEEIOYE
. 1.38
1| reT | o 3 3 g | AR o | (C1 s, T
D) IR
-0.81)
TR AL WHO BRI E 7= X IPIIR BT
. -1.61 .
5 | RCT | s Y v g | VAT o0 | s | (507, 8O mx
TTD) i
-0.16)
T RALS  HAZHEOEL
HHN A 7 A ~0.18 O8O0
3 RCT R el wRE peil| N 114 | 110 | (=0.80, NA EON
BEZH 0.43) IS

9. HIBOD/-HNDRHT—T N (Evidence-to-Decision)

HESEIC RS AR & A (MG L 2% 7w M A aie, —EofififzHEST %)

COPD (28 9 Jili & I EE B2 69 2 s 3R IO I A PEIRSE OMGECTUE, 6 7 MIAFT e, Wi Hkht, WHO #5E
D BT R ORI S S WIEBAE AN, CHSICHENETS. F-EFLLAWTY NI ATH
5 AR OEALZ MEET 5 2 &2 S B WTEEIAYE 2241, COPD (24 ) Bili &5 ML FE S S B o0 [ © Z A & O AlifitiEiC
FIZIE OO ED VT EICHEI TS,

BRET Y M AERIChI 28RN G F Y A0

COPD (28 9 i MUESE X AR I L 9 2 B 0HET, PREMICH ST 2MRWICERLHETH L. #EIR
PGS DEARIEOMGEZ HEE & L7z RCT R &AM SWEMSWOENTE ), MillERiiod#HE—E0m%z b -
TR EN DD, 6 5 MRATHEE, WHO HERE D 5 VISP RIS L Tld— B AR TldZe . 6 50T
PR, MiIMAEHEHT, WHO HRREDH D 5 IR N O % DT 5 b A ANOPEZORRNH B T LIZoWn
TOMEMEERE v, REEBHEIIIBT 2RO T 23T 2 A B, 512, FAMDE LR &
DEFELBRWT Y M LNH DI LIP~EOMEREDTDH Y, RBPOLEI LI 2wT Y M AZNETHZ L
ZE IS E ATV S, BLEIZ XD, COPD 2 AE ) Jill e i HEJERE 112 5 W RIS LRI 2 v b 2 &
F T8 CHER L] OfRRICHEL EEIOND.

HEROWMIOHE (LTOA4HEICOWTHEL, €OHHA%ZEET %)

HEIRO MR X I 5 ERA H B
EVWEAEREEOENIET VX O 3w FR 54172 RCT R4 A 1) & AfF2E1C
(&) 7203 T[] oEOLE T Y Ri3H 5750 7?) B vz | AR TcokmTtdh,
ERM BT T Y ADENEHVITE, BROHEROWEEED L 2 5. IY T VY ADEIMEN 20510
IUEF VY ADEBENTE, KA E 50RO D E < & TELHERELE W] O
%5, RIEErEEZOND.

>
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GRADE system # W\ =EMEEICHTAIIET > ANV XTI T 1 v 7L E 12— (Systematic review: SR) & LU Z D

FlzELE - BEONT 2 RICET BREEM O 3w SRR 0 PERREE LS X 0 Bl
(FIZEHERLAEZ LD HHWIE TR L Z EICHEYH 25 7) B wWei | FodsEr 82T Lusid
LFEFLORRELZT LL 2VRHIROEDPKEFIUTKEWITE, HE DWEH D B —HT, AL
RO E AR R AL, IEBROFIZEAA Z TR X DEALZ LB FE L L R WRhE)S
WIEE, BOWIEEO T REMATE L 5. HY, [§5HEREL V] DR
RICEFLEEZEZONS.
{HEER & 37 & [ QR COPD (ZHF 5 il & I i V& A
(HESNIMEBICOWTHEDL D 52, TEMERICBWTCHE | [ wez | #BhIC3EL 9 280HET, 7
BPLTVBEH?) BEALICE S 5 R I BT
B L IFAIIE S D EDD VT Y, 723 MEEAR I VI GIRETH B, Z 0 ETIE
& BWIEROWEEMSEL R D, BEIFARIZIES DX I,
BiEOSE O i3w TR ML PERRER A A 3 A
(HE XN EHITF SN FEICREI 2 ?) B vz | MEL, WEShIERDS
AAD I Z FARIFTENEE, TabBER I N EEID Wi, HRGHELEO R IR
ZWIEE, BROEROTREES R 2B {5,

51 B X ®

1) Vitulo P, Stanziola A, Confalonieri M, et al. Sildenafil in severe pulmonary hypertension associated with chronic
obstructive pulmonary disease: A randomized controlled multicenter clinical trial. ] Heart Lung Transplant. 2017;
36: 166-174. MEAELALRIN & 7T 2 A LR
2) Goudie AR, Lipworth BJ, Hopkinson PJ, et al. Tadalafil in patients with chronic obstructive pulmonary disease: a
randomised, double-blind, parallel-group, placebo-controlled trial. Lancet Respir Med. 2014; 2: 293-300. &£ %1t
HilE] & 7" 7 2 Aok IR s — AR R
3) Valerio G, Bracciale P, Grazia D'Agostino A. Effect of bosentan upon pulmonary hypertension in chronic obstructive
pulmonary disease. Ther Adv Respir Dis. 2009; 3: 15-21. #E/E&ALRTI0) X 75 & Rk} I8 L R
4) Blanco I, Santos S, Gea J, et al. Sildenafil to improve respiratory rehabilitation outcomes in COPD: a controlled trial.
Eur Respir J. 2013; 42: 982-92. #AEZALHTIN & 777 & R B EL — S5 MR
5) Calcaianu G, Canuet M, Schuller A, et al. Pulmonary Arterial Hypertension-Specific Drug Therapy in COPD Patients
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HAF :2017/2/23

MiFEHE  KI/YY
# FrER= SCHRE
6 CQ 1T PYH 18
5 #3 and #4 20
4 vasodilator specific drug [All Fields] 20979
3 #lor#2 1474
2 “pulmonary hypertension” [All Fields] 52455
1 “interstitial lung disease™” [All Fields] 57080

*ERSC R R < T 4 720 ILD ¢ interstitial lung disease TR
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8. IEFTA7A7 71NV X ZIL T 578 ILD Ti&k)
8-1. BRI EIIREICEK S ILD (D S MEIED 6 72 REISITEEREN DZIR
(7 F# 24 0 AGMWD)

Pul. vasodilator Placeho Mean Difference Mean Difference Risk of Bias
Study or Subgroup  Mean SD Total Mean SD Total Weight I, Rand 95% CI IV, Rand 95% CI ABCDEFG
Corte T 2014 2509 667 25 -531 668 14 100.0% 27.20[1430,68.70] | [ITTITITIT]
Total (95% CI) 25 14 100.0% 27.20 [-14.30, 68.70] —senffi-—
Heterogeneity: Mot applicable + !

00 -50 50 100

Testfor overall effect: £=1.28 {F = 0.20) Pul. vasodilator Placebo

Risk of bias legend

(A) Random sequence generation (selection hias)

(B) Allocation concealment (selection hias)

(C) Blinding of participants and personnel (performance hias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcomne data (attrition bias)

(F) Selective reporting (reporting hias)

(G) Other bias

8-2. EIRFINEMEZIEIRSEIC & B ILD (S s InEAE O IFn =K DR
(7% N2 AmPAP)

Pul. vasodilator Placeho Mean Difference Mean Difference
Study or Subgroup  Mean SD Total Mean SD Total Weight NI, Random, 95% CI IV, Rand 95% Cl1
Corte TJ 2014 -1.3 5.6 28 0z r4 14 732%  -1.60[5.95 2.95]
Raghu G 2015 -53 427 12 <11 839 T 268% -420[11.58, 316]
Total (95% CI) 37 21 100.0%  -2.22[-6.03, 1.59]

‘100 -a0 0 50 100
Pul.vasodilator Placebo

Heterogeneity: Tau®= 0.00; Chi*=0.38, df=1{F = 0.54); F=0%
Testfor overall effect Z=1.14 (P =0.25)

Risk of bias legend

(A) Random sequence generation (selection hias)

(B) Allocation concealment {selection bias)

(C) Blinding of participants and personnel (performance bias)
(D) Blinding of outcome assessment (detection bias)

(E) Incomplete outcome data (attrition bias)

(F) Selective reporting (reporting bias)

(G) Other hias

8-3. BIRMMGMEIERZEICK S ILD (D MSMmERED WHO #HEESRE /= ISFEREHADIR
(7% + %24 : CAMPHOR (Cambridge Pulmonary Hypertension Outcome review) questionnaire @9 %,
symptom score % {# /)

Pul. vasodilator Placebo Mean Difference Mean Difference Risk of Bias
Study or Subgroup _Mean __ SD_Total Mean SD Total Weight IV, Random, 95% CI IV, Random, 95% CI ABCDEFG
Corte TJ 2014 0 45 25 04 35 14 1000% -0.40[-2.94,2.14] P9P2009
Total (95% CI) 25 14 100.0%  -0.40[-2.94,2.14]

Heterogeneity: Mot applicable ! ;

Testfor overall effect £=0.31 {F = 0.76) ! g?“ stugunatm ! Placebsou 190

Risk of hias legend

(A) Random sequence generation (selection bias)

(B) Allocation concealment (selection hias)

(C) Blinding of participants and personnel (performance hias)
(D) Blinding of outcome assessment (detection hias)

(E) Incomplete outcome data (attrition hias)

(F) Selective reporting (reporting hias)

(G) Other bias

. : FROYR
Ji) =
IR (el asszsnel) (Summary of findings: SoF)
comn | ENEE DR no |
Wk A | BUR | Emm | e | cmms | S0 DO T TR [
"1 (95% CD | (95% CI)
TR ALL 6 R AT EREORE
. 27.20
1| rer | ow Y Y g | TVATAT e s | (1430, o | mx
HEZED 68.70) AL
7Y L AL2 IO B
. 0.19 N
1| Rer | o el el g [MIATAL e g (Coe, e
T e IR
7 M3 WHO BERESH F 72 (X 3 o U
e 0.0 ‘
1| wrer A A s | MATA e L | (c20g, 0 | mx
BEZH 2.14) JEH AL
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GRADE system # WV =EMEEICHTAIET CADY AT YT 1 v 7L E 12— (Systematic review: SR) # & ' Z DR

9. WIBO/-HN;RETT—T I (Evidence-to-Decision)

HESZIC RS BB & A (M L& 7w M A ac, —HEofifiEzHEST %)

TP VS AF: < il e XU A A 51 2 k)5 2 SRR A PERRSE OMRRE CU, 6 2 FIARATHIRE, Wiiifi4s3kht, WHO g
B B IR N DS S B OCEBIASE 2L, CHSICHEDHTS. I LRV T Y NI ATHEA
AL DAL S 5 Z 1S BWIEERANE 224, TP ICAE D Bl MESERE B O ¢ 2 e & oflifi i iz iz
LOXNHRVI EIHEEDIRTS.

HRRT Y M AERICDID2EHM R ET Y ADY

IP (2 AE ) Ml MEE (X RGBS RIE L 9 2 A PHET, TREICES T AMKMICEELHRETH S, REINW
Jifi A R OMGE % HAZ & L7z RCT R % AMESHIZEN RSN THE Y, MME I oSE 1 —E0mBZ2 b -
THEBENDH, 6 0 RBRATHEE, WHO $REE D H 5 WV IZIPEUL R EEIC W LTl —RE R R Tld v, 6 0 RskaT
PRAE, MImATEHT, WHO #E0 8D 2 WV ISIFRINEE O E R ED T 7 b ANOFEEOHENH 5 2 LIZon
TOMEERE L v, BUEFEIICBU 2B TROER T 2205w, 8512, TAKBEOE LR &
DLEFLLL VT NI LADHLEIEICH~FOMEERD Y, B OEFELLZ2WT Y My aE2NGT L &
WCEWIEASE 22T . BLECE D, TP ICRE S Bl M AERE BN B W TR REZ w5 2 &1,
(9 <HERR L 2w | OIRICE T L EEZEZOND.

ORI OHE ULTO4HEBIZOWTHEL, O3 %#HT %)

HEIRDOR XI5 R % B
BVWEAEIFEEOENIET X O 3w R & 4172 RCT R4 A 0] S 1F3E1C
() £72 T 0BTy A3H 55 ?) B w2 | X320 ToOBmTHY,
R T EF Y ADEFEWITE, BMOHEROWREMESE L 2 5. IV TV ADOEMEN 7205
IEF Y ADEIMENITE, S E GGV HERRO M FEMEATE < fr& /TE5 <ML ] oft
h. RICETFLEEZONS.
FlZEEE - BEONS L RICET 2HEEM O v IR A PEaR SR X 0 il
(FIZERERLHEHE LR HEWIETRSEZEICHEE? D S207) | B Wz | BEEOUELREEE LR
LEFLOHMELET LLZVHROENRETFIUTREVIT L, DEDH BT, HAKH
HIROB IR R B UHEED V. IEBROFEAK E P UER DAL L FE L RWEIRED
EWTE, ROEROWRESEL 5. HY, T8 HERL V] 0

RICEEBEEZONS.
{HEER & iF & [ IO IP (24K 9 i v ML 3G 1 4 v
(HE SNAEBIC O WTHEY S 57, TERERMICEVTHE | [0 Wi | IBREL D 280HET, THRE
PLTHDEH?) 1LICZ 53 2 ERIR I IC T2 20 95
B EIF A S XA WIEE, TR MEEESREVIE HBThsb. ZoHTIHiiEEE
& BROEROWREE R L 5. IFRIIESD X370,
BiEOE O iEwv SR LR AT A A T A
(MBS 2GR WS NBARICHE 20 ?) B vz | MEL, HESNLIEEDS
MAD I A FARITFIUZENT E, ThRbBIEE SN EEHRD Wiz, BRWIESEO RN IR
WL, BRWIEROTREEDSE R B, {7 5.

50 B X ®

1) Saggar R, Shapiro SS, MD, Ross D], et al. Treprostinil to reverse pulmonary hypertension associated with idiopathic
pulmonary fibrosis as a bridge to single-lung transplantation. J] Heart Lung Transplant 2009; 28: 964-7.

2) Saggar R, Khanna D, Vaidya A, et al. Changes in right heart haemodynamics and echocardiographic function in an
advanced phenotype of pulmonary hypertension and right heart dysfunction associated with pulmonary fibrosis.
Thorax 2014; 69: 123-129.

3) Ahmadi-Simab K, Kohler A. Sustained success of therapy with inhaled iloprost for severe pulmonary arterial hypertension
associated with systemic sclerosis and pulmonary fibrosis. Clinical and Experimental Rhrumatology 2007; 25: 760-762.
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5)

6)

8)

9)

10)

11)

12)

13)

14)

15)

16)

17)

18)

Strange C, Bolster M, Mazur ], et al. Hemodynamic Effects of Epoprostenol in Patients With Systemic Sclerosis and
Pulmonary Hypertension. Chest 2000; 118: 1077-1082.

Ghofrani HA, Wiedemann R, Rose F, et al. Sildenafil for treatment of lung fibrosis and pulmonary hypertension: a
randomised controlled trial. Lancet 2002; 360: 895-900.

Olschewski H, Ghofrani HA, Walmrath D, et al. Inhaled prostacyclin and iloprost in severe pulmonary hypertension
secondary to lung fibrosis. Am J Respir Crit Care Med. 1999; 160(2): 600-607.

Collard HR, Anstrom K], et al. Sildenafil improves walk distance in idiopathic pulmonary fibrosis. Chest 2007; 131;
897-899.

Chapman TH, Wilde M, Sheth A, et al. Sildenafil therapy in secondary pulmonary hypertension: Is there benefit in
prolonged use? Vascul. Pharmacol. 2009; 51: 90-95.

Madden BP, Allenby M, Loke T-K, et al. A potential role for sildenafil in the management of pulmonary hypertension
in patients with parenchymal lung disease. Vascular Pharmacology 2006; 44: 372-376.

Corte TJ, Gatzoulis MA, Parfitt L, et al. The use of sildenafil to treat pulmonary hypertension associated with inter-
stitial lung disease. Respirology. 2010; 15(8): 1226-1232.

Zimmermann GS, von Wulffen W, Huppmann P, et al, Haemodynamic changes in pulmonary hypertension in patients
with interstitial lung disease treated with PDE-5 inhibitors. Respirology 2014; 19(5): 700-706.

Mittoo S, Jacob T, Craig A, et al. Treatment of pulmonary hypertension in patients with connective tissue disease
and interstitial lung disease. Can Respir J. 2010; 17 (6): 282-286.

Corte TJ, Keir GJ, Dimopoulos K, et al. Bosentan in pulmonary hypertension associated with fibrotic idiopathic
interstitial pneumonia. Am J Respir Crit Care Med 2014; 190: 208-217.

Ahmadi-Simab K, Lamprecht P, Hellmisch B, Gross WL. Bosentan for severe pulmonary arterial hypertension related
to systemic sclerosis with interstitial lung disease. Eur J Clin Invest 2006; 36: 44-48.

Onda N, Tanaka Y, Hino M, et al. Bosentan for pulmonary hypertension secondary to idiopathic pulmonary fibrosis.
Respir Med Case Rep. 2014; 14: 19-23.

Minai OA, Sahoo D, Chapman JT, et al. Vasoactive therapy can improve 6-min walk distance in patients with pulmo-
nary hypertension and fibrotic interstitial lung disease. Respiratory Med 2008; 102: 1015-1020.

Gocho K, Sugino K, Ota H, et al. Efficacy of combination therapy with bosentan and sildenafil for refractory pulmo-
nary arterial hypertension associated with fibrotic lung in systemic sclerosis. Annals of The Japanese Respiratory
Society2010; 48: 786-790.

Raghu G, Nathan SD, Behr ], et al. Pulmonary hypertension in idiopathic pulmonary fibrosis with mild-to-moderate
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CQ3 CPFE IO MEmMEESEICHOT, SRMMNERERFEZAVD ZEHHRE
hETH?

IR

CPFE (219 Fii & MEAE B B 2 #IRWM A ILRSE (Tuxy 77 00 L 8Al, =2 F
) VAR RPUEE, PDES BHESE, WAMEZ T VY 7 5 — HIEEE) o L, Bl
&g A9 2 TR AR & IR O B E i TOAMH IS Z & 2% 3 5. CPFE (2
P9 B IUEAE TS, ARV - MR & o TEBRIRBTMAE LRI O 2 HEI4T) L 2 ZET
52LbHB05, HMiXTOREHPE T Ly (GRADE 2D, #3RoimE [§HERL V] TE
T ADOMERME [IERITMRD).

O LEY
Bz L.

1. 5%, COMEOE%E

CPFE OV HBBARTH HHEHD—>2 L LT, COPD R IP & i L ChliE MU+ o & HH R AT E
T ENBIT SN A, CPFE O i EE A PFIE 1325~100%" L #ir S THY, COPDRIP X1
bERICHEMEREZ ST 22 EPAMbNTWAE. —JT, BisEiiFE % £k - 72 CPFE I2x§ %A
WA (TRARY 75D 0 LA, T Fv) V2B DS, PDES &S, wWintks 7 =
Wy 7 5 — RS2 EoMmEIRE) OMEE, COPD R IPIZHANTHIEFICAR V. Lard,
WG IREBIRE & DBBIOBAMEMEDATH ), RCT %G -ain e frbh T,
BURTE, WBHEAASHT 04 - ARSI T 287 2 ZA0FHIIHNEEE S S5 2 /%0,
— T, VBT % AR 5 720, BRI T3 PAH EH#R IS 2 I JLRSE O
DREIENHERENTVEDOLFETH L. T 2T, MEMEADE CPFE 233 2 E#A A DR HIE
BRONZ25, MEFERERG IS, 6 45 MAATHEE, MR, AF5H8 (FAZHROE)
e EOMKIEREZ T 2 S E AU ELEZ 5.

2. FRER

2.1 BREHE

AR L7z X912, PICO 225 SN 72ERFEIC L D, 19894F 2 H ~20174E 5 H O Wi I 5 # &
N 72 PiE D JF s L% MEDLINE (PubMed), Cochrane CENTRAL, [E#:itikz HwWCF—7—
Famak L7z (7. SCRMERA L SCIGERSIR) . TR odicitid, GRADE /i X 5 PRISMA
Tu—BICE D REOKSE, PubMed DATID ISR, 55 CQIZHMET 2 7H4HTH
WG A2 T o7z, i L7e €7 v Z0FMNLIRAEENR . B AW 31k, JEplHd 4 7
Th o7z (FLHITHR).
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2.2 TEF VAN

40610 CPFE (Z4F: 9 Ml MU 2 WG9 ARE « JEMAREIZT T, 6 s M7 RERE, Tl A 3T,
BERE B & OEAFRICO W CRMl L 722 1 S WFZE25 ST 57, 2460 IS PLEREE A -
ENTWA, 6 55 HIRATHRECI MATEIRE, MR BoAELWH TR, AFNHOLE bR
ENh ol —J5T, CPFEIZHES) M MUESE A3 5 MAFILREO A AR (961 &I ARk
(460) ©2FEAAFREIIL, BRI AREOELFRDPRIFThH o722 2R (rARE L I ARE=
34% 10 %) ®BAMEMIEDHHY. T, HWAA SN CPFE IHE ) M@ MUE 25 H D 5 [ &
WrFETid, 6 A THEER R RE 0 B SGEE 3, BNPIHIZIGHE M AL L > TEEL 28 s s
TWaY, JEFIHETIE, WS EIowE", 6 SR THEO%RE Y, BisEHok 2R
ENTVDE—HT, MEIRER G WS 7% 7 ASSROEALIZZED STV RV,

3. WRIERDI=HDINZNEE
31 PIMHLLRICEATAIIET VANEREID?

CPFE (24} Fili i ML RE 1S B0 B 1R HEA AR OFFICBE L ClE, #8510 S WFE &HE Bl o AT
RCT Z & ELHi X EOMBIIREN TV ARV, X oT, BERDETR 6 45 HARITHEEO %,
B BRI OWE R EOKT 7 b A 2B SHEEIIMO TR, $72, ZFLLIBZWTY M
LTH BT ALWMDEALICEH L Tid, WIS AHEERD TRV, JEFREDOADORKERTH Y
AR, TH<HER L2 V] ORRICHELLEZ S,

3.2 HIEENDNF L RRBEI»?

WEBIIDBDO A TH H7%, FARAMME PRI G2 & % 6 70 WIAATHEE, N A3, #Rae
SHEOYEEIIHN T 2MRIE—E LB\, BT AZROEAR STV RwDS, fEfHEE L
NVDIET Y ATHY, ik - AFEE (F) 0FIINSK, #HROMSIFH D (5 HERL
W] ORIRICHIE L EEZILND.

3.3 BED(MEMPHLBZES>»?

P2 S 5 2 LIS WEBIATE NS, S 512 6 4 AT HEE & i o g # 12
EWERB2SE 2N, SNSICHENRTS. LI L 20T Y M I L THEHALHEOE
ZIEEET 5 2 L2 EWIEBIASE A, CPFE (24 S Fili & MUE SERE B Tl 2 e & Ol o112 &
DEPHRVI EIZHEIRFTS.

3.4 ERRDFIZETR MPERDNF L RBESID?
EIRBMM PRI EIAA TR MR, HEREINLZEHEL L W20, IEROIA MEEE L
Yty MOIERO VRIS 2 5.

3.5 WBROITL—TL1T
CPFE (ZfF ) Bl fiUERELE BT, PAH THRIPEDVR S A7z @R R LR IE DR R 2 /- §
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GBI END. TO—)T, HWAZROEAL R EORA A ERFREE LWL H 5. Lo
Lanss, MAEAERNICIE PAH (CBHHRIE phenotype & LT CPFE 2 JHF L TV A& b H Y,
registration |2 & ZIEFIHER A ERL L & BT, HMER TOHRB IS OBEHFLE L. [
AN, v AR & e A9 2 TR A RTE & iR R 0D B e iR T O A FEI YT S
] SLIZER-HTRELL.

4. BRICEATSMOBEAA KT 1 D
INFTRESINIMDOFT A FF 4 121&, CPFE Z4E ) Bl & i EAE BB R 2 i R3S
RN ERLEOW S 2 26 2 Rl w

5. BMDE=SV) 2 J L
SHAA NI A 2 O@MIZ XY, CPFE (2 fili & i RE S O Rl MUHEAE & i AR5 5
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