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CTD : #A#FR (connective tissue disease)

CTD-PAH : 5 MLk 12 A ) il S IR 14 i v I S

DM : }Z)J8 %% (dermatomyositis)

PM : £5Mh 4% (polymyositis)

MCTD : {B& M &H#k% (mixed connective tissue disease)

SSc : Gtk E A A PERE{LIE (systemic sclerosis)

SLE : 51> ) 5~ b —7 A (systemic lupus erythematosus)

SS: vz —7 L VIEMERE (Sjogren’s syndrome)

SSc-PAH : SSc (2 2 I Bl iRk it 55 1S

PH : i@+ sE (pulmonary hypertension)

PAH : BB IR MM E U5 (pulmonary arterial hypertension)

IPAH : B5VERE B AR MEM 51 % (idiopathic pulmonary arterial hypertension)
HPAH : (=R B R E M = )EiE  (heritable pulmonary arterial hypertension)
PVOD : fili# kB 289 (pulmonary veno-occlusive disease)

ILD : R PEMizEE (interstitial lung disease)

mPAP : ik F39)+E (mean pulmonary arterial pressure)

PVR : iM% #PT (pulmonary vascular resistance)

PAWP : Jili#ik#2 AJ+ (pulmonary artery wedge pressure)

LVEDP : ALk RKEE (left ventricular end-diastolic pressure)

TTE : #MfykE.T 2 — (transthoracic echocardiography)

TRV : ZRF W EE (tricuspid regurgitation velocity)

TRPG : =R FELFE (transtricuspid pressure gradient)

eRVSP : i E A= UGHEIE (estimated right ventricular systolic pressure)
BNP : JixttF bV 7 2 F)JRX7F ¥ (brain-type natriuretic peptide)

6 MWD : 6 4447 #i#E (6-minute walk distance)
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SSc-PAH Ti&, #i UIRNP JUkF MBI O FHARIFTH 5 2 EAURENT WA, 19974 B 12 F Hi
Sz [EABRE R B E - ARG IR IR A SR B & o FHEE T,
MCTD 2f£9 PAH OB L7z FHARKNT-& LT, 2%, #Haliigs EAPs X0 PM/DM 4
FILMEDGE, R & v,

3. CTD-PAH MDZERFIR

a. CTD M&2kh

% CTD (I [FIBRIY 2 0B #E 2 5 VIS EIN T O E MR & L COBWREIMER S TBY, £
NOZBEIBWZHED L. 72771, INSITIIBRISEESZRITONTEY, F72, HBREREL
THNRED 0, BHEESLIZLIEASNS, Rl - BRI &, Zh o oMEZ 2z S 2w
BISHFETH T DD, BRICEL TUIBEREME~NOI VT — g ARSI ND.

b. PAH OERETF

FEREBE N X o TR 1358 7% 5. SSc Tl I o B v R K2 8 LA SSe (1eSSe) 12
PAH 234 65 2 &A%, SSc-PAH B CiZHCH IR E LThit » b a X 7HRB G 5350 % L T
50 5% PAH I3\ SSc I 2 CTRIET 2 2 0% L, RIEFHDITE A L1360 L
DEWETH D, ZOEPOREHRAT & LT, TRPBICHIRT 5 BHIMESIENSH 0%, —
75, HUUIRNP HUARREYEE, FEAEREICH Db 59 PAH OfafiN - & % 5. SLE 2 MCID T, 7§
JEIRE, & 5 \WIZBBIGEIPEDS B U 72K —3 L € PAH 288AMEAL D 2 WV IZEALT 5 2 L2055
CTD & L CoOREmMEIZ B A2

c. RyV==9
CTD & ® 9 H PAH Y 27 OEWEITIX, HEEROAFEIZO»DLTEMW A7) —=V

gL, PAH ORMIFERICE D L. FEBIZ, SSc Pl TR A 7)) —=v 7 %119 2 & T,

8  EEHRRICH O MBIRIEMESNEE 2E'EAM K12




3. FEEHERAICHE D MEIRRIERS MEE (CTD-PAH) (C3$9 2 &4 4 BEHRIRM

PAH D Wil 12 NYHA/WHO FEREDHH TS - T EOBSERI OB A8 2%, EaTRbigs L2
EAVREN TS, ESC/ERS O MEREZ W - HHEA A K5 4 »2015Tid, SSc & ZDEE
BLOMCID #5®7:SSc AXRY b7 AOFEBITK L, WAEIRTDE 1 W OREMEEL T 2 — %
(TTE) (—@fbi#iyigge (DLCO) & BNP 2O A<= —%flAEbEz A7) —=
YRS TV Y,

F7oxa—CllE sz RABHEE (TRV) >3.4 m/, b L e A S0 E
(eRVSP) >50 mmHg O & M S MEIEAAFAET 2 REES B W &0 6, EZMO-00H
LA T —FVREPHER SN TV BT, Zo¥4& 0 eRVSP X, ZRAEKA (TRPG) 12 RAP (5
mmHg EHiE) ZMiA2doTHhsb. 72720, TRV<3.4m/#d L {1Z eRVSP < 50 mmHg O
TS, WMBIR SR OGE FA, A= D SRFBIR~ O U MLGE O Dk M, L5 & & o740
ROPK, CEFREORTAL, AREEENARLMENIR LSO K2 B0 5561213, i fERED
FAET B THEME D 2%, SSc BMEITAZMRIZ, FFFTa—125 % eRVSP L LA F—F W
A ClE L72 FMiEiRE (mPAP) OR#A A7-MEITIE, MFIEBBLRIEOHBEEZR LA
B, N7 I72a—TomEEORL ST, MiMMEEDLD 51255553 TRPG EAZRE 2w
BEMEBIAI0%RREAIE L2 e HE S hTwa®, 20728, TRV < 3.4m/#d L {13 eRVSP <
50 mmHg TH > TH, ([EFNITHHIOT & 27 ek BED R lies MUEIE 2 88 ) SR i, TTE i
3 256020%, BWBWICHLA T — T VIREDORifT2 EE T XETHAH. PAHOR V) —=
ZI2B A AR EN TS TTE WA OBAEFT L E LT, DLeo O F">®  ifiif BNP % 7-
1Z NT-proBNP, IiiREED LAY VhdhiFs5hn s, & <12 SSc-PAH Tid, %HliliiGsE (FVC) 12
H.L7: DLeo DI T A TH 5.

d. EmEENES

il 5 MU S D B W30 H 7 — F IV X B IHEIIRIE (PAP) DIl E DS UIHT, kD
mPAP = 25 mmHg % b > CHiEMERE & B3 5. —7, DAEOFR2ERE [HA VR ALK
#% (MCTD) 2381 2 Bk m i EiE (PAH) WO T51& | L PR28HERE [yl iEs
Wkt - FREFEDE - BB A K4 V] TRALH T — F VREDLIN % o TWawps® 2 i
AP RE OB RN LT EETNETH 5.

PAH OG- £ 227 ) —= v ZFBRERREEZMAGDET, HLAT—F VREDBEILH % 5.
SSciZBWT, FHlbh T —T VIREZIT ) REGEB Z BRI T X 2 DR E HIE LT
FE i S W72 % ik L FFZE DETECT T3, = b —3E#12, 34EM LB & & 312 DLeo
OF IR 554 (%DLeo) <60%72EHENTVEY. ZoOMRETIE, %< DIFREHRED
LS, SScPAH DR 7 ) —= v ZICHH L LT, BhliiGE (FVC) o FHMHEICHT %
#H4E (%FVC) & % DLco DM B, il NT-proBNP &ifili, MR =M, BLOLEM EOS
R 2 L Twa. 512, TTEFRZHETRL, A0hF—F VAL £+~ X SSc
FEGIZ ALY AL 720D 2D ) 75 A GHERE) 2HEEshTwes (M1)7. A2 E7 54
i, TTEORIZL D2 A7) ==V ZIZ HRTEEDIE L, AELID LRV LARINTNS.
=75, DDETIE P23 EEE A 57 @A 7E TR S L7z TMCTD (2351) % PAH o F5] & |




WETHUIC, BN &2 7)) —= v PR REEZAGDEZHO 70 —F ¥ — 2RI N T
w5 (K2)?, ZoF5%1E MCTD BE 2 MEIER SN2, KRIEOHRG1BH D00, |3
220 CTD BHETOMHLHEEINT WA,
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= ELHT—FIRBEDEE

1. SSclZHBWFBHELHT—TIBREXRBHORK ) AAZBNE L 2BED, €T 7L (B
ERX%) (DETECT)

FHRAX18K LA LD SSc BED 9 B, HwiH A 3 4E DL A2 % DLco 2360% A DB, X7 v 7

1 TYAZHEA Y FD300M LA, A7 v T2, TTE 2E L7 ETY ZA 7 FEA ~ b

ABSLEDOB AL LN T — T VREOERALE L (SCHR29).

e. HESmMEENERKS R

CID B#HTIE S T F BRSO SR 2 565 L 9 5720, WiSIiEiE & 2 Sz 56
1, B CHREDFEM 2 SHEi AL E TH H. PVR = 3.0 Wood HiAZIZHNZ, NBIIRELAE (PAWP)
< 25 mmHg (20RO BICHE D i IMUEREOBRAL) <, HSEL EolikE2 B L TE 5
(%FVC = 70% %> 1 o FHMEICHN T 281G [%FEV,] = 60%)  (ifig SIS E 5 & iU 5E o
b, WAt Y v F 25 A TR SRS — 303 2 it K257 v (CTEPH OBAY) Hid
&, PAH 2T 5. —J7, L I2SScicBWwTid, I s DIE#ED AT PAH DAL o B 74
REEICBAATER NI L, 72 PAH L 3D OEBKRSHE L ORAREOFIA+ 5T A e &
ARERTREY,

FAEAH R BIRG (A5 & 172 SSe-PAH Bl o ik G MG T iE, PVOD IZH)E L&y, B L X
VTONH - Mg % I ED Y. 72, SSc-PAH o 50##e CT (HRCT) <Tid, MifIRRE
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3. FEEHERAICHE D MEIRRIERS MEE (CTD-PAH) (C3$9 2 &4 4 BEHRIRM

S MEEZZ SRR, 1 RBMR
A BHERBOBYIN
BB AU AR ED
1 EAhBNARAL 5> DTTHEE
95D X #345T DRDENRABEPDIEAR DD WSS T SDZEWY
LDEREDOADEXRS DV FEEAT
B BNP Z/z(ENT-proBNP &fE
%VC/%DLco 2 1.4
[FRABHDERESMIE

l

[ mEBTORoU-=30 -l mesems |

! , !
HETERMENAMUNGEERAIE  +2 HEEMBMIGEEAE ~ *2 HeERHBNARUNMEEAE  *2
= 36 mmHg 37 ~50 mmHg > 50 mmHg
(AIAV-¢ l Ty LWWE ¥ ([

A®4EEui%ﬁt?j—]'[——[A®4E5ui%ﬁt?

PAH (F&wEH) 3 PAH *°
(EHRNRSRAT N ) 1

( BwpnF-FumEems

2. MCTD #x& & L 7= PAH Z2BiDOF 5| =
1) ATFB|&ETIIALS T — T VRN IHIZ % o TWAR WA, Ml &R o i i i3s3
EiTXETH 5.

*1 RAEMWHGHME (MCTD) B3 CIlEMiE MEAE 2 /R 3 2 BRIRAT LR M A i s < C
b, DIHBEEREZIT) ZEEE LW

%2 11X 5 mmHg & 5E

3 HEEMEYIRDGE I DA o i MEAE 2 7R3 %285 X — & Td 2 MishIR 8 s g o -
H, IR~ O LEER R O 58, A OROFEOWK, LEFREOIIRE L Uit 2
W, AEMEE 0B, FIEIIROILE 2 20 A%, HEEMENIRDGHEY EAY 36 mmHg
UFTHoTd, Sl ld 1EUMICHMITLIZ ENLET LW

¥4 O —TIVREDNIATCTE R WA ICIZERICEREBIZE L, BFELITOLLEVEAETL 3 »
Aoz a—MEEiTv, FHiHiis 5

5 i MRS O B E R BRI 720, WREBERNICA O 7 — 7 VA 2 i3 5
ZENEF LW

(SCHk42X 1)

) VONHIER, ANEHLED R ) F T R, INEMBEEEO N 2 & PVOD (R 2 T AT RIS
RBoOLN, TNOLOFTREZA Y 60 TS ILRSESR G X 0 IikEZ £ 28605 <, 34
HAERB30%B T EARRTH 72", 7272, PVOD #:® HRCT LI, #oB DR\ 34 =i 15
PR GRS 2 5 2 e 0% L, BoBIIZIEZm A%, 2O X912 SSc-PAH Jifd) O —&f
X PVOD BIRZE % 5B L TV B THEMEA D 5 4%, PAH SZWiRF O FEM 22 51X, BUKCIIREETSH 5.




SSc Tl&, MIERTDH - TH, TTE R0l MRIIZ X 5l 2 9203 5 &, DG IEREE R L
HEALZ BRI APE LT a7 A S X 5 I — TR SO OB 2 B8 2 F 58 L
ZORERE LT OHAEKRIMEMEILE DT ¥ 7 225 H T 5%, Hilh 7 — 7 VA T o PAWP
=< 15mmHg Z R & U THOHEOHREIHE D i MERE A BRI S 2B 2020, OOk
JBIC X B MRS AR OB, 35 X O OO RIS X B s SE & PAH OBEEBIE $h 5.
SSc Tix, PAWP &/iils 77— 7 VA CHlE L 72 AR RiR A WE (LVEDP) @&\ 72 (2 TEHEAS A
514 BI%, LVEDP < 15 mmHg T A F A /KD Z5#F: A (fluid challenge) 12 & ) LVEDP %%k
AT BB HRENG. EENELH T — T VA %Z 1TV, LVEDP Jll5E & A B A 3K o SdiE Al X
%l % AT - 725 Tk, A0 T — 7 VIR TIE L 72 PAWP 235D TR DB BIC X B il
B IMLEAE % BRAE S LT PAH & S N72B1038% 2%, EAEI 70 Ao PO JBAC X 2 i U SE D B3 %
HLTWY,

4. CTD-PAH ORE7NIY XL

a. AMOBH

ESC/ERS DOl EZ W - i 4 K5 4 ~2015Tld, CTD-PAH Oifi## ik IPAH/HPAH O i
FREHCHE L B 2 EAMER STV BY. bAE O TR 23ELET [MCTD OJRRERI AR ) & F
W2SAENE [ 4 B VERR AR B WTILHE - B - BFA N4 V1V O%pTHEBET VT X490
RENTVDBY, ZOHRDIGHEIEDLEBRFHIEAIBIMSNTND I e, G, Hilk
CTD-PAH Dia#RSH 2 L7z (M3). VU A7 438IE, FEAEEICHEDO W72 IPAH/HPAH O F#
DAZGHEE Lz (£2). FBARWNRE 25 EEH]X IPAH/HPAH ICH§ 2 iH# L TH 5.
ARIHTIL CTD-PAH I D piD A% iR 5. 73, IPAH/HPAH THERENTWE AV LFE
PR O EMA MBI 0% 413 CTD-PAH BT 1 %Ki &2 &0 5%, JBERIGH D 5 B2,

b. feEFlE%

CTD — DWW DIER I EIHFETH ), WHA T4 F (LT, A7u4 F) Zmz, &
FEFEIZIR U C AT O A ROV AFE R s il gEAs6tH S s, PAH H CTD 12 X 2lM#kEED 1
DTHY, ZOWRBIIKT 2 RIEFIRFOBGAIEEIN TS, FEBZ, CTD-PAH I T 5
SIEIMHIEE DG RVERS, EBIH, 7 — AU —X, %AINEHEL S LS ShTwna» ),
INSOMETIE, HOSNEENHRED L VX VR R e REl T —ShTE 5T, I,
CHETICHI E AL TOMRIIIITOI TRV E 25, GENHREOAMIEICET 5
EF Y AEARTGEVDbEDLE 2R\, 72720, CTD-PAH B0 9 & G il f a4 1 4 D%
CREEAE SN2V AR Y & —Tld, FRIPRL, BPFPHRD RIFTH LI LARENLY. 4
PEHE DA MBI D%  1Z SLE, MCTD T, AHAD1S Y ==L VEREEDALNL. L
L, SSc TOHEKBUIIEGIHAE IR SN, SHBIZ R L LhA M E W THR) L Ik S 17z SSc
HEFIOBE LW, ZoZehnn, GEMHIRE SSc 2k CTD-PAH O—#IHR & % 2
Sha. AMMZEFNTAHT L LT, NYHA/WHO BRE/8E /I, IMREAHER S hTwa 2
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3. FEEHEIRAICHE O MEARIEMSIELE (CTD-PAH) (Cx39 2 EAR 4 FHREHE

= — RIS
- CTD-PAH DRI r g
= | @mmRA0BASLELLY) L weme
| BU
pre—— ) ( cToopmeEst | ——(  pHRERH
25O K+ RBIIHIE |« e
L)
i ]
1 ) U
U 25T
[ ]
£ ¥ +
EURD* YR BURY

(NYHA/WHO #8E48L ~ 11 &) (NYHA/WHO #EEDFEIL ~ 111 &)

(NYHA/WHO #BE53$RIVE)

|

1l 11 |

K
BRI Gl Sl ) 29
[ I I ]
!
ERERIRISAT5) * GPIEL TOBANLIE L)

KRR EZRET DB, BHORK
RIS ST U 72 £ T B s (B IRAI BRI B
IESREDEAZRTT LTELN

ENGHREDE "

FREVRIGA TS ) BPIEELADIBTT

3. CTD-PAH Dj&E#EEEE

F2. EEEICESVEFRUIVAE (CTH34L Y5,

FRAEERTF

(1FBHEEFTLTR)

EURD
(< 5%)

RURY
(5~ 10%)

—EYE)

BYRD
(> 10%)

NT-proBNP f&

NT-proBNP < 300 ng/L

NT-proBNP 300 ~ 1400 ng/L

BOARLDERRFTR AN, 2L (or D) ;28]
TEIRDEST AN, TEIR(SEST IR < HEAT
S AN, {BFERY /2K #RORT KM
NYHA/WHO #5e53%8 I, II 111 v
6 fEIS1TiERE > 440m 165~440 m <165 m
peak VO, > 15 mL/%3 /kg peak VO, 11 ~ 15 mL/53 /kg peak VO, < 11 mL/43/kg
E‘Hﬁﬁgﬁ = Em (> 65% %/EMIE ) (35 ~ 65% %nﬁ'HIE) (<35°/0 ?nﬁ'HIE )
: by VE/VCO, slope < 36 VE/VCO, slope 36 ~ 44.9 VE/VCO; slope z 45
BNP f& BNP < 50 ng/L BNP 50 ~ 300 ng/L BNP > 300 ng/L

NT-proBNP > 1400 ng/L

Eif& (LITO—, {OWEMRI)

FREE < 18 cm?

HFEHEE 18 ~ 26 cm?

ERERE> 26 cm?

SvO, > 65%

SvO, 60 ~ 65%

DERIRL DERIZL, FEPE LERBD
L EAREE <8mmHg SEIAERE 8~14 mmHg EIAEE> 14 mmHg
T DMEERZ 2.5L/49/m? UAEER 2.0~2.4 L/ 53/m? UMEEE < 2.0 L/ %3 /m?
(BF—FIUEE)

SvO, < 60%

&, PAH 74, CTD & PAH (2
WHO%%”E#UHFfﬁuxaw%ﬁ,%Emﬂﬁ&®%%ﬁ
7 =7 VAR G0 AR AT,

ESC/ERSHfSIMAEREA 1 RS- > —&behZE

GRS IR (6 4 AP 25 SR Tw ™%, NYHA/
51 7 AUANOEHIII A L7

HR RIS PEAR T4 Ty, BRI\ SN M e o0
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AR LTH L.

REIFIREOR— SN2 L T X V3w, WEBIERBOZ &5 10 S 78 TH W b L7165
B, HEEUEOZTFOAL FEY 7 ukAT77 I F (CYC) OHHTH 5. CYC o5k
ELT, V=T ABROBETELLHC SR TS HRIEERESH VOS2 EA% L, HE
13—11d 721 500 mg ~1000 mg ¥ 721 600 mg/m* ((AZFEMifE) Z 2B F/-1x1»HIT&123~
10mI$ 59 5. CYC HGATITEMIES H 5, A SR RER S 2 O EE LREWEH 0 ) 2 7 53
HH7z0, —AEGERLEG M - M, S 512E2rORENHIZEAD Z L v FOWFIZONWT
%&@ﬁﬂ#%%f%a

c. IhmENIRSE

ZNhFTIZ, CTD-PAH Z 7213 SSc-PAH % M5 & L7125 v & 2L T T & A xt I ek i3 92 0t =
NTwiwv, ME—92 SN HIERERTI1d, SSc-PAH BE11IAD, TRFO AT ) — VB EHER
BB S D A SN2, BERBRIZEOR LT, TR0 F ) —VEETIIERE
BRI HRTO6MWD B X O IMATEIEAE RIS L7z, CTD-PAH &3} 4 & L7-t2 A0 S WF5EIC
BWT, TRTFBRT = VEHTIE, BRNTZ S0 ENEHIC ORT, EGTPHzE
HiclwE s nY,

Z0t%, PAH 26t RICEIN/2T ¥ F 2MLT T 1 AR IR LRGSR 213 CTD-PAH %520~30% F#
FEHEINTVwLIENS, ZO—i& LT, CTD-PAH # il L= 7MMFE I Tw 5.
6MWD 2 —KL> FERA Y b LRy v BLI AT 77 FORERTIZ, CTD-PAH % %t
L L TIATT, EEBEE TR OMEHENA S o720 YVFF T 4 VR
%1281 % CTD-PAH % 7f#HrClx, Y V7F 740 20mgl H 3MEEE 7T L REFITHEAED A
SN72b0OD, HEKRAMEE R, B5RVL A2 EFEAEIHELEY.

ARV NEEZ IR Y FRA v b L7 7 2R EEEE D CTD-PAH ¥ 7t 2 A5 &, <
VFUE VTHEREZRLY, RV RIS THEEENALNEY . 2272, v b —HEEICE
WHH Y, EBIOF RN PR L7720, HEBREOBIIHEEZ 2 & 230750 ¥ H 5. 72k
ZEERDOIYNVTF T 4 VOREBETIE, FHERARTH S SSc-PAH OHEHN45% &, I DB
60% P12 HRTH S 2D - 72, 2L F 287 DRBRTIE, CTD-PAH FEBIEA334N & 3
ERARTH DI LITMAT, PVRAH5.0 Wood Hifiz# 2 %, & <12 PAH ZEE Oz R
HAANTVZY. PAH 2 A5, MIBHHEL LTOT v TV ey s v+ 5557 4 VR
& ENZNOEFOHAEROAMIEZE IR L5 v & 2LiGRER T, Wb ERE T,
HHRGAREEIZ S HRT—RI Y FRA ¥ b (AN ME) A EICHRI S he . atemg s
713, %% % CTD-PAH, SScPAH IZ#- 72 7T THOHBEN T2, ZomRBrcidiiotk
DB RE S B ILEAE D5 ) A 2 Bl % By LT 5,

Pl XY, CTD-PAH (2B} 2 il ILREDO AR % 59 SHiE 2 v b 0o, EfERE L PAH

Nz, & 512132 O MUERE BRR 3BAEAR 3 2 BARBORIEIC X o T, HHRUSEIK &
CHELDWREVED S 4. IPAH/HPAH & [AER ISR R e G125 2 — 5T, Wi PR
ORI X Vi) - MR AR K MAE D EAL S 2815 & 2. ¥ SScPAH 2B\ T, il
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3. FEEHERAICHE D MEIRRIERS MEE (CTD-PAH) (C3$9 2 &4 4 BEHRIRM

IMAS LIRS OO B E 12 X 0 il D o MRS MR ASEAL§ 2 125388 5TV 5% BN
MAE LRI TR ICHEZ MG L, AAEMEICHER kT & 2pTid, RNAEGTFHEIELT
%éawaf—aégﬁénfwéﬂw

5. CTD-PAH OOFili & /e

D BECREIMBEMEERAEY) A 7 BE L, GRRTIOE LA ) —= v Z2fUK§45 2 & T
RS RS RETdH 5. PAH, PVOD, ZiUE O BICHE ) i mEiE, MMMz R 2 & oz
BUTHE S M MEsiE, CTEPH, MHBIIRJEIZAE D MG MUEIE & o 722 R LR ESA LN, &<
12 SSc TIXBEEDERIR T BAPAFT 2 MAWRESHHE ICA SN D, B IE IPAH/HPAH Oh##R
$H1CHE U %25, SLE % MCTD, JEFtEY = — 7 L YEBERICHE S PAH TR GIEIIHIRE A 2%
BA3d % . SSc ¥ ) Wi MUEAE DR AFRREA A SN A BA21E, MM REOEE 2855 250
EThHb.
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GRADE system WV EEMBEEICHTEIIET ANV A TYT 4 v 7L E 12— (Systematic review: SR) & & UF 7 D

GRADE system ZAHWEEMPEEICHITEHIIET VADIY AT

T4 v IULE1— (Systematic review: SR) &K UZDIfLE

BERE GRS A ML (2 AF 5 BB IR VENG = UESE A T4 YO TEEEE X 5N 5 EEHTE
CTD : #A#fK (connective tissue disease)
CTD-PAH : i i (2 B - I8l R i s o -5
DM : Z)§#5 %% (dermatomyositis)
PM : Z5Mi % (polymyositis)
MCTD : (R &M &#kk% (mixed connective tissue disease)
SSc : &M 2 ERLIE (systemic sclerosis)
SLE : &&Mx1) 5~ h—F A (systemic lupus erythematosus)
SS: v —7 L VIEfERE (Sjogren’s syndrome)
SSc-PAH : SSc (20 ) i Bl AR A it i i i
PH : il MUE%E (pulmonary hypertension)
PAH : Bl Bk &5 1% (pulmonary arterial hypertension)
IPAH : S5 VERR By IR M 55 1+ 5 (idiopathic pulmonary arterial hypertension)
HPAH : B (=R EI IR M = MUEiE  (heritable pulmonary arterial hypertension)
PVOD : Jili# k285 (pulmonary veno-occlusive disease)
ILD : Mg B (interstitial lung disease)
mPAP : i Bk F-34)F (mean pulmonary arterial pressure)
PVR : iM% #Pt (pulmonary vascular resistance)
PAWP : ii#IkRE2 A (pulmonary artery wedge pressure)
LVEDP : /L REE (left ventricular end-diastolic pressure)
TRV : =RFii ) (tricuspid regurgitation velocity)
TRPG : =R HEEFE (transtricuspid pressure gradient)
eRVSP : i @A ZE i (estimated right ventricular systolic pressure)
BNP : JixttJ bV 7 A F)JRX7F ¥ (brain-type natriuretic peptide)
6MWD : 6 5447 #iHE (6-minute walk distance)

1. FEBENA 71 DEFES - IR

1. HA1 10BN

AITA B4 Y OEBNE, [REEHIEE ) BBy IR VEN = R (CTD-PAH) | (2351 2 3UE X
TOMRZMRL, SRIHFTHHIREIS, HIE - 25 - B - RIS 2Rty 2 L 302, &
BTN AOUEEZHIET I ETHS. CTD-PAH &, #EHIREO&REPIZISAEL ) 5 &0
HET, PRELICHS T 2MRMICER LB TH 5725, B - BRI T2 8T Y AIZZ LW,
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SIS 2 WRE 2N Y) 2 W b X Ol 2 2 5 720, IBEURNAL - IR - FEBR G
WHOE—-ANBEERZ T3ICME L, KKEHTES X944 FI4 Y ONERRMEL. 72,
BECRE R &R EEEEHED, BLVLOMEE X OEFBREZEOONS L) EE L.

2. HL AW YES R EDRE

CTD-PAH I, &M O &M PIZIEL ) 2 G0HET, PREICHES T 2 HRIICESR
LIRETH A, TOHYFEFE LT, MiBghRMEM S MTERE (pulmonary arterial hypertension: PAH)
THEATR SNSRI MRS (Fax sy 750 vy LK, 0 Kb SR/,
PDE5 BHESE, WEMES 7 = VIRY 7 7 — ERIEE) ORRZ R TIME»HL SIS, %
A PEG AR LA ) BB IR PG 5 MU O IR B X WAL TIld % <, EMERIC L 2 HEFEHEI AT
LUHeEDH 5. FRMHEREBEONGEY ZO T, TEF Y RIEMRON TS, BRI
RO FHE R E AR (F) 2 FEL, B REIRIEEE LT, 6 M TEERE, him
Pt, HERGE (FALHROEAL) R EXFHL, S50, AFNH~NORELR EOBFERDOH
WO WTH S PIT 2 UEND 5.

3. HL M DBAHGBEE NS HRER

RBHATA ¥ T4 0 BHE, CTD-PAH BEHTH D, W5 &4 omaMfNE, a4t
) 5= b —5 A (systemic lupus erythematosus; SLE), {RE&MERA##%% (mixed connective tissue
disease; MCTD), FzJ##5i4¢ (dermatomyositis; DM), 3814 (polymyositis; PM), 45 PEikEz
jit (systemic sclerosis; SSc), ¥ = — 727 L VIEf#E (Sjogren’s syndrome; SS) & L7z,

4. HARFA BT N—T

HARIA T V—T120%, BEIRNFL, FPREGNEE, RGN, ReRiE, B EE
& BRITA NI MEHEEME R L, BT 2ETOEMEIT NV —TOREZED M- T
W5,

CQl, CQ2H Y AF~<F 1 v 7 L¥a— (Systematic review: SR) {EERIZ TiLOE B TH
5.
CQL. #EEHKEF 2 BE S i ARYER 251 EE (CTD-PAH) BB ISHB T, IR AM A ik 3 2 1
WBHIZEPHEREI NG D ?
FIIE &—B8 HARRER KRR AR AR 7 LoV — BRI N2 5
D] JEHERZEESEE BRI - EgeNEb

CQ2. #5EMME ZAE D MBI IRMENG S T (CTD-PAH) B#HIZB VT, REHHFLEE Wb 2
EDHEIREIN L ?
gy 8 B 7 Y FERRE ) T - BRI R
WA BE RHEREEAL Uy~ T - BEHNE
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GRADE system # WV EEMEEICHTAIET CADY AT YT« v 7L E 12— (Systematic review: SR) # & ' Z DR

CQL, CQUZILHLIHA K4 s v —7
RESIZS RSP SNNE = 2t

% Bk
NI $8.H]
e £
N
A B
F Ak —ER
32— 1R
& 57
W2 k—H
A HE—
Fr b A

HARBE R R KR BE R 22268 7 LoV — B EUR B2 48 (BEGRNE) CRER)
FO L FERR S B Y 7~ F R (BERNE

JEHE KRR R - BN EE (BEHNER

)7 VFERKRFE V=T - BER - 7 LVE—NEE (BERNEL
BEHERFF KR ) o~ F - BEGENE (BIEHEANEL

HARER KR FBEE 2R 7 LV F—BIESR R0 (BIEENEL
TR RF VR L Te e W g R (W3R SR

TR R B R EWFE e S il ms MU e 692 (W 2R R

TR R B 2L TE e W g N RE S (W0 33 N R

] B PR KA B 2R = H B MBI AS & > & — /s I AE £ > & — (B2 PIRL)
NPO A PAH % 5%

GIRITA N T4 PR ITEEME

i H T

HLEBETLIZE B
T F—
VIl 25 % 5
CHIIR S

B3| PR Sk N o VR S SE [ o
H A P e A e ST B A EBM ZE 1% #it (Minds)

DA B AR T &
BEER
UK AR PSR FERI AL & R RE S o T 1 B R A B2 Gl R R 15

5. BEOMERPHL

BEOMMEEERP AL LR L KD D T &5 GRADE system DFATH Y, FDOOKRLHELAL KT
A VNRAINVEHETE SR AP E L THEHEDHICA > TW22Wiz, HERPGEICE L, BE ol
BICHLE R ERBFOVYTORRLE W2 E, HERIEZIT- 7.

6. 1K1 DFIRE
KEWMATA ¥4 v OFHEB L ORI, CTD-PAH S#ICH 7z 28 ME, JFEHME (B
BORE, RER, —ikEE, MEREMEZ L), FHEM, LA EORBREFE B X T O

1. TETF Y ABRROE=HDOREHLFE
ILETF Y AREDIDORMWITEIIONTIE, &b T2 [HA4 FI7 A4 AETTEOBNE 2.
SCHRBER] & LCRIEL 72, P 28% M
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8. IETFVANRIRESE
WA > 25l L, WRMTZEE L CTREBEO SR SR L7z, BEFIF7E 7% &R
FENZ RS B IR L7z

9. IETF/ABHDHEX ERF
Bk 35 (77 M A 2IZOVWTOMBREKICET ATV 28l (s 27774
W) BEO [HEROZZDOIMW T —7)V] & LTt L7z, P 37~40, 47~48%MH.

10. HRZ(EXTDHiE
Bk s 2 74 N4 ANERTTEORNE 6. Y7 Y A0 LHEROER, 7. SAVEHE] &
LCRi#k L7z, P 30~31%H.

1. HRERICH=DTO, ERLOFIE, BIFA, VRY
k95 [HEREOZZOOPW T — 7V HEIEIZBHE T Bl e ) & L TRl P39
48Z 1.

12. HREFhEI/HITBIIET AEDOHIGRERE

il 5 [HERE 2. M) <k, WOk sEiiilkl, 7+ LA b7y b (R 37~39), CTD-
PAH B# 2B 5 S0 IIHIA 77 b 25FliR GRIER2) Z@mL, =¥7 X Lo
IS BFR & BIREIC/R L7z, P 32~34, 42~44Z .

13. FHPIRIC & B 5 EREFE

AVEREEIG & L Cid, WHERIEACBEA A F o4 ARG EEMERE LT, T A
REMRE LT, WIEARRICEEREL LTl EHY 2. 25 OFFMiNA 2 AT L
7. BWAA KT A AERTEE MR LI AC X B AR L, BT A R T A VRl
FEpfEHe —)V AGREE 11 1, 2 Z 7z, AGREE 11 i3 6 #HIS235H H 5 & 72 A B H H & S R5El
MO0, REH 7 E M TRE SN, HBTEICA a7 ERENS. EEH AT 71X 0~100%
OEZE LY, WEDOTEEZERT 5. RTERHCZ OB R 27T, BREMERO THM %
HB X OBBEREOWINE 2B SE, HA4 P4 V&R0l LTz TH . T2, 2
WA BT 4 e EEME iR ER SO X v M LTiE, WHERR D EYICETIES
FOBRETo 7.

14, HA R 71 DHRETFHEE

ARBHIA N4 VI3EH S FipodGEI 2 HigS. L L, ERZMEPHRONLLERE, 4
FUIIE U CATRH o Hi ] L R SET 2 a5 5. KA A N7 4 &, P27 — 304 B JEAE5718)
AR IR B SR T B BOR I 78R [P A B 5 2 A AEmEZE |, [ P e i -
Jili A ML V2 B9 B AR ZE | (RFZEAURE SRl —RR) & 0 Bk Z 20 2RI 2 L) LA T
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5. HARREIME - HifESREZOWMN 2/ THRIUFER MRS 2 TETH 5.

15. EFNEHRBORT
CTD-PAH EH IR T HEMFE RO TV AW LTY AT T 4 v 7 L ¥ 2— (Systematic
review: SR) %47\, BARWICHEIRAS AR L7z, P 32, 42438 TS,

16. BEOKBPRELOMEICK UEERIRE

RSN A BT 4 1%, BET T M AWEZAT R RMET200TH Y, RSN
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RGBT A F T4 VIZERBHOGRE LTHHINE 2 HELTELT, @BEROHEIC
HIHZLRAHEYTH .

17. BRICERTELHR
RBHAA K54 1251 2 BN (Clinical Question: CQ) X0 Th D, ZRZIULT 2
WL LI E b, MIATEETH 2R 0 ) 2 W L7,

18. /i€ R34 DBRICHI=> THREZE CHEER

CTD-PAH (239 % 3k & LT, PAH THRIMEDYR S 7B WG MAEILESE (Fax sy 7
5 yY VLA, TV RvY) kD, PDES FESE, WS T VY 7 5 — BRIEEE)
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DELLLBRDELELETH L. S LIIHBOMENEZIRT 272012, HAMEMLE - Bt
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2. 51 K71 AMERFEOBIRE

BRI EEBRRRE D bR SNz 2 D OEREEM] (Clinical question: CQ) ICH LTI AT~
74 v 7 L ¥ a2— (Systematic review: SR) %47 CHIEZFERL T4, CTD-PAH OF# b
5 CQUEHE AT D, TEFYAILZ LWz, SlldkdEELEZ SNz CQ DAL
Dotz ZD7DRBIS I LT 2B ftiIWETH 555, 4 K74 M7 v—7
PO DOIKRN R IHEHRRME L GbE, MHEEZZHT LI L THLTHEBROMTIZR S Z & 2 ¢
T 5. FRELDEEAMMERRL, SSc: EHMRIE 25 LiE (systemic sclerosis), MCTD :
REMERAMEESHR (mixed connective tissue disease), SLE : &1 5= F—5F A (systemic
lupus erythematosus), PM : £5M:5 4% (polymyositis) /DM : Z)E % (dermatomyositis) & L
7.

WEARDOIERIZH 72> TIE, SR EBIFENA FI 4 AMEROEBEEE#RENTH S GRADE (Grading
of Recommendations Assessment, Development and Evaluation) system"? % #£H L7-. GRADE
system TIZ CQIZOWTT 7 M A AZFZREL SR ZITVY, ZOFRRIIFEDONWTI/ISAIVEZHERX V3N —
WX DHERRZAER T 5 ke & o7,

1. EEFREER] (Clinical question: CQ) MERE

CQ IFERBIGIIB W THINIIE) L) %D T, HRZRT L TUHERBEOZHOEL FHD
HIEMHRTELD DL LTHESND. L LETE® X 912 CTD-PAH 137 ~ ¥ AL H AR
(randomized controlled trial: RCT) & ED T VY F ¥ ANZ Lz, FEYFEEIZIOWTO CQ DA
2 o7z

CQ X ¥ Patient, 4 A Intervention, ¥ Comparison, 77 b # A Outcome, %L T PICO @
Ekceftshsz (UTFBH). £CQIIBWVT, 77 M AT NBHEZ T EHICE -
THELEZONLFHEDIHETA FIA VERERETREL, WA VEHESAY) X bOKRE
372, ZOEEEIZTI (ROIEHE)~1 (ROIEHETHV) ITHHWIZT ¥ 7o bh, &EMIK
K(9~7), HE (6~4), BETHW (3~1) IZH5HENh7 Z0HH, HRETY M A
EHEELRT T FALIIOVWTSREITo 72,
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CQl. CTD-PAH ##1ZHB1F 5 i EILHREE CQ DisE

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

CTD-PAH 3y & LT, BIRMIMEILRIE (Fax s34 2) V8K 0 N 284853 PDES
BEsE, WstEr 7 VBY 7 5 — CRIME) 2d b, TNHERBET L aWEa L LT, Miiset, 6
SEAATIEE, BREIRBER ER, HEFHLLEDNDS, ZTOMREREEIIOVTHSNIT 208D
5.

CQ DM HLE

P (Patients, Problem, Population)

PR fER L

A 18 L I

P - iTe CTD-PAH (CTD O4&To#EEE &)
IR AT FEFRARM DHENL L 72 sk

Z DAt FizaL

I (Interventions)/C (Comparisons, Controls) ®1) A

BN IRERNI 2 S

S TUREHA )y GHEEE) BH - TaR s A ) R EEEE
C LY PR ERREUE

- PDE-5 B3

WS T S VB o 5 — PR
O (Outcomes) @Y A b
Outcome O PY% TR A TR AT
01 it i R B D S T 8 i
02 6 SrRIAATHIREOWE | 4R 8 i
03 FRIEIRBER O | 4% 8 i
04 FETDOMT B 8 i
05 HERRHE & 8 3
R L7z CQ

CQ CTD-PAH BHEIZHBWT, FEIRWMIMEIIRIEZ VL 0 HEIEI N L ?
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GRADE system # W =EMEEICHTAIIET > ANV XTI T 1 v 7L E 12— (Systematic review: SR) & LU Z D

CQ2. CTD-PAH &2 HB1F % SeiEfiflH CQ DiXE

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

CTD-PAH (2 Se e M s E S, HAMEZ R L #E DD 5.

INSEBEERLAVWESERIELT, ¥
TXHEBORIBZ LT, 6 4 WIAATHEE, ML, ORiRE oW, EGT R E0 S, RO
HRIZOVTH ST EUENDH 5.

CQ DR EFR

P (Patients, Problem, Population)

51 faEs L

it 187 LA 1

BB - e CTD-PAH (CTD O4&To#HRE% &)
O FRY T PR SFEART DT L 7= Ik

Z DAt Rzl

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

REZ L EIASER

sV aanFaf R
CRPERIHIEE (Y2 uaRRAT 7 IR)

O (Outcomes) ™) A

Outcome D PI% R ED B PR A
01 6 s HBATHEEOSE | A4 8 H
02 UiNiIRERIRIROT € i 8 H
03 WHO Big ot i 8 H
04 [ARE oLy ES 8 J=)
05 Py itk & 8 J
iR L7z CQ

CQ CTD-PAH B#IZHWT, SEIHHREZ AV 2 L st ?
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2. Xiki®

SRYEKZH T % BIEIHRNFLEMEE A PICO 2> HMEFEZ I LT, MRAXEZ/ER L7z 19664F
1 A~20174F 2 Ao IR S N7 8550 # 3L % MEDLINE (PubMed), Cochrane CENTRAL,
Eoprhdeifss (EHRE) ZHWTHF—7— PR L 7-.

THRZE O ALZ, GRADE 53012 &L % PRISMA 7u —KiZE &z, F—7— FRBEIZL D E
WENTZ@/LE, T7AMTZ PTRAZ ) =20 T RAiTV, WEEZBIRLTRAZ Y —= >
TERATo 1. WHPODOHA FIA4 v EBZIZL DS, bAEEOFEERIN % H M L - HHRie it
DVE ZAT - 72.

3. TETFVART—2DKE
3-1. CTD-PAH (Z&(T it EILRE

GRADE /53T, RCT 28R EN7286, T — % D A % 7 F 1) ¥ A% Cochrane Review
Manager (RevMan5) software ver. 5.3 (http://tech.cochrane.org/revman) %MW THAEIN5.
L7*L, CTD-PAH il #EE#IC B VTS 7z RCT T, IHA A TH S L7z 3R il i 4
PHREPR T oz, 70y 75y Vv LEF, v k) v2i ki ii#E, PDES
RHEE, WEME 7 = Vi S 7 7 — BRIEEE 2 3002 38R A IRE 2 0 L F L DIZ L7
ART- L LTEBIIRAT DAY T T VAL AT =G %IT-72. $72RCTOTE TV
AWZ LWz, H SN A0 SBIPIER RS, EF ) -l 7Y M ALTEI
FLOOLNTLME LML, L O ITOWTEHMi Y — F2ER L7, ZRICKV@mXT—% %
mal, @M SR 211572,

3-2. CTD-PAH IC&T BRI

RCT iZfrbN Tz, Cochrane Review Manager (RevManb) software ver.5.3 (http://
tech.cochrane.org/revman) % W72 X % 7 F 1 ¥ A3 fT-> TV, EENAREDIER IR S
N5720, RIS NI%A 0 S BB RCRESI Y, EF ) —X%E, T MIAZTEIZTED
LNTCERZ R L, A OF IOV TEHIi S — M 2E L7z, TR V@l T—2 e L,
PR SR 2475 72,

4. TEF > AOHEDOE
A4 DFLIZONWTEDIE T Y ADHZFli§ 5720, FHilis — bZ2HWTANAL TR X7,

e (indirectness) ZFHli L7z, /N4 7 2L, HERIZOWVTEHIEEDOHIBIC L Y, B A2
(=2), 8 (1), &Y A2 (0) o 3BERECTHM L7z, 2 OYIWHIEEHmE o[k, *EER, 5
IR LD EEZT A0, 2HOFEEICLDHEL, HMARRLLEIIEER 2 UKk
—L72. WATAVAZERELT, BEALEDR 204FIXETHHEANE) RS (-2), 3R
CAHAIERA LR A7 (-1), BEAENP0DLEEIXY A2 2L (0) LHELL. FFEENHE
K, ETHEABIFEEES Y (-2), ERARFEREEHY (1), FEHEEZL (0) &HE
L7.
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GRADE system # WV EEMEEICHTAIET CADY AT YT« v 7L E 12— (Systematic review: SR) # & ' Z DR

AT AN AZIEUTOREZREINI . & F AL JFERIZT ¥ 7 2LHEGABRICT T %
WMETHDA, BEMRICHEHIND. EINA 7R LI EFROBEIROmYICL Y ET B
AT ATHY, FIHESINLEEOMIES R ARG F~OBEBZEUN DO HTRRLZ LI
DT M HEDEREEZTBNATATH S, HT 7 MCHEGABRR I R B 2 v B 56
Y, HIRENAHOZI T IE LRSS LS LR LA, EBIRNA TADEL 5.

FANA T AL, BINE L EFRIREZEOERILTH ), HKSNDIBETHA - 7 7 OFETITHR
I DD YA IR LS. BEDOT 7 RRPEHFRMADONA T AEPRT LI L2 HI
L35, BHALINTORWEAIE, ZNARRICRITTHELFMT 5.

BliosA 7 2813, HERSNBHETT 7 b ZMEICRHN 22038 59 F 1L 554 T AT
HY, T AMWEREPERILEN TR0 E) 2%iliT 5. BRMEOLEIEX TV A
WEDSIEMET, WYy A I 7 TiIrbiiTwbh, WEiekdsIEfEr % &2 M i3 5.

FEFIRA A 7 A Ld, IS B RTINS & 7% B IE Bl DA RIE N 2 7222088 % B a1 24
L%, ZNENOET Y M A LT L7 = Pl shTwb i BITCB I 2B X
OBANT =5 250 T), 7Y M ADOTF =8 BPAREERID, ERZBRIL Thawv 2 3 ili$
%.

FEOMDNA TRAELT, WESNZZHEDOT 7 M AON—FLIrIHE SN TV WIGE
BE, MRORKEVEHEDVIERZFPMESNL L VI MENA T ABD L. S5, PR
MIDSETE SN2 7L Y TRWIZE 2 0b 5T, H5WILEYNIIEE S 117: Adaptive study design
THRWIZHED LT, BRGEHE SN7=H 2 T A X &Rz NEH S - e LTIk &
NIz ERRRER O &, RRAEKEHIE S 12 R kN4 7 2558 5.

JEEBYE (indirectness) 1XFERD [HMZ 4] (external validity) & [HFETH Y, HLHW%EDL
SO NGRS, BEE 2 T3 CQ REARIRDI - B/H - FM~EIS L) 2HREL/RT. WFZER
SHENOE, FADE, EOmEY, 77 b AEOEY, OEBIZX )BT 5.

®1 NATFRAUZRY

x4 v At H
BN T A RN WI2LR)
FOTFORGR (32— A1)
FATNL T A N & R O F AL
Kelios A 7 2 T N NEEOERAL
FEBIIRA N A T A RGBT T A ATF—5
ITT (Intention-to-treat : {GHIEAIX) MM IETFE Ntk
ZDMDINL T A Wi A T A
LS v | WA 7S
ZOMDIS A T ZAD RN

5. PIMHLEWICEHATIIET  ANEDRE
CQITHLTIEL A ETomEHEZ, 7Y b A LAZEICHHEL, ToREEIEDbD
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I U T v A% (body of evidence) LIRS, FOIUE TV A#MEE, WOTNATAY A, JE
EEEE, Sz, JE—EM (inconsistency), ANAEHE (imprecision), HiF{ZS4 7 A (publication
bias) % &, TEFYAZL— F& FiF55HH TRFliL 7.

NAT AN A7, FEHEEZOWTE EAO@E) TH 5, F—EMEIE, 77 A LCHELT
i SN OER TORBENREMEEEOILS D E DT L 27 L, WAN BRI RICER)
FAETHIEREIRT L. AL MMRICETNLZEER (U T A X) R4 XY MNEH
DNz DIZT ¥ ABGEDRE 7o THRIEEMOMEEEAEZ ) REZ EWRT 5. S A
TAEE, WFEAERIICHIE NS Z LIk - T, HIKICH 52k & EORYEDSRA I BN GHl
FRERFFEINLZ 2 W), KL20HEEIE, ETHEA (-2), w4 -1, &L (0)
EHE L, ZORRICEIYZET A7 L= F2EHIiL7:. %38, A%k GRADE 771 —FTid
FU—F%& EF5 3ERGFHIT 5725, RKHEFA KT 4 2 TEENT 2BIEMEITIEL Wiz
7 L—F&TIF5 5 RHOAZ WG L7

ITETFYARKDOTIE T Y ZADMEIIIEK2OMY) THDH. FL—FFY U §55 LML ik
MEiETET Y ZAOERPEL72%, SROKE L L T Summary of finding table (SoF table) &
GRADE Evidence Profile & Z ¥ L7z, 77 M A EMRICHT 2T Y ADHIE, ®AEITN
AR THERR S L7z,

K2 IETUVABBFOIET > ZADEE
A (&) : ROHEMITE S FEE DD 5
B (H) : RO MR REOMHE 2D 5
C (89) : ZROEHAE T Z2MEEIRENTH S
D (& ThHEgw)  ZRHEEMEANT L A LHEETE 2w

6. TEF AN SHROIERK

HRRZPRET H72012, T Y AREKICHT 25HEiZ TV, SHICEBDOT 7 A 2IHT 5
IUT v AR WIE L TR 25 i 2 1T > 72, 3, 77 b A EBICEL SRR T
Er v A0Y, fiedE  AHoNT VA, BEOMEBE AR, FFE (X MRV Y —R) OF
BARE L e Lz, BARMIITE O (Quality assessment) & 5RO EK) (Summary of
findings: SoF) #2772V F Uy A 707 7 4 VETTICHED 72D DO PRW 7 — 7T IV 2 EK L7z 1
T, HIRLREIER L.

HERDI=DDOPW T — 7N TlE, T Y AOMENE, FligsE - AHOKRE I E NI Y ZXICH
T HMEENE, BEOMEBRUADIESDE, IZXAMRY V=2 L Vo BRIV T OMESHIH
AL, THE2UEIICHE L2 g Lz, FIREE EDNT 23, FIEWELZERT LY
FIRHERL L, EOEFIDPREVEI LHIFHERE Lev., T2 MR Y —AFEFTOIIRE &
A, TNE2BRLTOIRE) FEDORREND D02 B Lz, BICHEROPEICH 2> T, AT
DHBROBIRE A OBERTA K4 Y OHERD R L.

HeSEx, RO Fm ], THERORS ], [ZEF Y AOMENE] O3 O0EKRBHY, ZoMA
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GRADE system # WV EEMEEICHTAIET CADY AT YT« v 7L E 12— (Systematic review: SR) # & ' Z DR

HGhETEIINS. [HROHFN ] 1 ZZ2OHIEZT) 2ELTH Y, [HROME | 13w (1) 2
g9 (2) H, [ZEF Y 20fEM ] (X A high (), B:moderate (1), C:low (f£), D: very low
FEFIIR) OVnIhrTHAS. HROME, BLUY, HERLOTBHEOFZE L TICBFTEL.

D BEPICHLTHREI 2479 2 L2375 (1A)
= (RVESE, BRI IES <)

2) BEPIIHLTHRIZIT) 2 & 25 & THEIET 2 (20)
(F5VHESE, FHVBILEES <)

3) BEPISHLTHEREL Zirbanz L 243845 (2D)
(FHVHERE, L THHEFVRIICIED )

4) BEPIIHLTHEEIZITbawZ L #mERT 5 (1B)
(BRVESE, R ORIIIED )

1. NRIERR

NAVEFH SR ) A M, BERANE, PRENE, JERGNE, BEARER L, BRI

HMR IV —TOREZANSIM L. SRICBEE- L7z 3 AR sz, HEROREITEE T

BURPHRIRTHIEZFHIE L, AEEEOZOIBIET VT 7 A EZ V. Fo/8%1) 2 b

WK ER 2 2 L, SR IVEERENCHEIR R E D720 DEFRITH L ToOREET- 7.

NAOVEERIE, 20174E 6 H 9 HP# 2 K305 X D Bt L7z, 7S A V&3 Tld, GRADE k&7 >

2787 7 A IVTOEDOFN (Quality assessment) B L OO ER (Summary of finding table:

SoF table), HEAED7=DDOPLWT — 7V, HIELHEDOGHZITIIT A A A v v ar&fiolz. CQ

W LTT 7 M AOBEEEOFi 21TV, Rk & EONT ¥ 2O, flifEEID /N T D & O,

TR MR V= ADFiZAT o 7%, WROMS ZMET L, BEMIEHRELITY, H#HEREREL

72,

HEROPEIEBE L2 tErd 5, BEANEOL B LOIHIHEERE (BESA) »60H

B a X P BLUOZNCHT 2 RZERX, 5O % TRLICEE Y.

1) BEONHENS, [CTD BFEDH H PAH Y 27 OEWEITIE, HIEEIROA 2 H b &5 1
Wie A7) == 7 %% L, PAHORMBEHIIED L] L 3EERLE LS. [RURLO
72012, DT I =B TERMBEREE < 3.4m/Bd L IFHEEAZIHIE < 50 mmHg
ThoTh, IPITHMDTE G ERE BRI 5 MU AE % 58 5 BRI A S 235461211,
BRI T — T VIREOTifT 2 ZEEITRETH L] 1%, FFHICRVER VTS

2) [BEIENFL - PEEREGNEL - IR O ML T 13V 23] BHADBIRD X5 T3,
A TH LTI —TREFHNZ, BEHRNE> SIEBRENEL - IR NEI~ O/ E 8
R L TICEIND LI B LERVERVET.

3) R 5 HICHREIIHIFEEORRE RGBT 5 &, Ml PiRIE OB A % [T % 2 RN S
Pixdo720, BUNTHMAERE TR T 5 L REAGFRPRIFEDOZ L DT,
BRI DH Y 925, b, TOZODHRBEENA FIAL DL HIHFEEZTLHI L TW
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4)

5)

6)

7)

32

wWEBWET.

CTD-PAH O 4: &y F#£13 %¢ IPAH, HPAH ICHARZ EWE AR, LWwW)Did, EDXHIE
ADTLEHIN?

BHHA N T4 NEZEES X)) IPAH, HPAH O#3550 M MAFESEE#IC L ), QOL @
Ui, A TROUENEONDL I EPHATHH > TEF L LA L CTD-PAH 21k CTD
DG & PAH OE53H3% ) £3. PAH O3 1302 Dt L £ L7225, CTD Oof5n T, i
L B PERALRE | 0§ B MEE R R EDHE. SN THB Y T/ A, LMWL YO BRI
T BRI DR LT E T, S LE I REITEEOME DL Z L osBUIRTT.
A LRI (P O BT BD IR VENT B UE (PAH) OWICBILC, ¥ = — 27 L VEmR (SS) 14k
9 PAH Tld & fhisnzwoTcl e in?

SS 2Pk PAH T b S illeE AR Cd - 7B 2H ) £9. 72721, SLE, MCTD
CHARTRIEDS D%, ERERUSERZLVET2HELH Y 3. S 512, GEIH]
##k1d SLE, MCTD 12 & % PAH DA O RIIRZ K L THRITT 25, SS TERIRPZ L v
ENHONTVWET. ZD720, SEIIFEBIYLHERIIL THEEAD, TETF 2 2ADOFHNiO
RGN RSOV TER LTV ET

[SSc (2 Pk 5 Mims MUEE OPAIHEEDL S N DY 4120, Ml ILRE O E 2 3% 50563 CTh
5] LT, HERSGPSLELZHMHZERLLTIFEW (P5).

TRT v ¥ —I4 YEnoEilxe LT L.

CTD-PAH D iA#E IS Fpseis, MM iieis & 12, JEss v mish R E i w i (IPAH) 5
(EYERT B IR VENG 5 U (HPAH) O REHCHE U CiTbNn % 2%, CTD-PAH ICHA %15
%. SLE, MCTD, ¥ =—7L VifiEht (SS) (219 PAH TR SuEIMHIRREDS AR 26175
%. %72, SSc itk PHIRARE CIIMEMEGREOME LS VB TH 5. SSc Tl
PVOD Bk liliEiliREZE, Ao O PiakbEsE, BN o bEfE2sthod CTD & Hig L CTEFTH )
il B PR R X D H) o TIRREEAL O W BEVEA D B & & % SUHICHE A RETH . filiFIiE
BHRE ORI EAIC X ) CTD-PAH Oy PHRIZEEE L TWw5 b Do, IPAH/HPAH 2k~
LEVWELARTHS. A DREFIOFRIEIZIE U7z 2 G HEERSLENS.

CTD-PAH (2B L Cid [TPAH/HPAH & [FARIC WO LS AR 2 BIASH 2 —J5C, B4
REOPHRPHEEIZ L YIS - ML RMAEDEAL T 56 H 5] (P 13) Ol HdH 5D
TEA, SScIZBLTH, i) o MLIRERR IMAEDEALBH L ELHLDOTL L) D ?
TRT ¥ —I4 YEnoEile LT L.

DXV, CTD-PAH I3 2 il EILREO G R % 5E ) Slid v d oo, MR ES PAH
WINZ, & SIS A O Nl U B IR 5 B AAT 3 2 AR ORI X - T, W OetEDs
K& R 2R S 5. IPAH/HPAH & AR R B R L0 A $h 7 B33 5 —J5C, Bl
LRI O P I R RS & 0 i 5 o PR R M ASEAL 5 2613 & 5%, 4512 SScPAH 12
BT, M RERIE O PR R RS & U D o iR AR R IMAE ASEAL S 5 BIA5ER0 ST
WA BN AR TR IR 2 B L, AEEICHIE R kT X 26T,

FMVE G PRI Ch D 20D 7=y bRRES T 57,

TEEMEBR I O MBS 0EE BRI K1
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8. BEALAKRFM1DHRE

BN A KT 4 1%, NAVEECTUHE L7 EREZ RIS HER 2 Lo THER L. Bt

TR & 20, oAb L 7.

MRFHI R B DO — AL LT, T4 NI A4 AMERTEEMETH 2 Pl IReAErSax vk

ZIHW/Z, IRA Y MEEBLXPZENIIH T2 F T4 Y NOBERZ L TIZET.

1) FIERREOSN  BESBIVBEARREOFOITSMEHE T L2725, BARICED L)
HITERZTHVY, DIV LRZBBICLIEBRY =LKL F Lz BARRIC Sk 72
WaondhiX, ThzWRaIhs Xy —LBnF L7
SHAANVRBEOHBIZBEHER»OORMEKN I X Y PE2BERLE L (P 31~32).
PVOD/OCH ## A4 K54 »Ta Xy M EETHW:, [1FA] OFRZMMER - HLET5
RELZWY) ANTHE, HY2LH)TSVFE L7
=P 21 TREOMES - HE] L LThh T

2) fEOES ABEEHO I X v bAOMIEb WEERHACHBINL I L2 ML ET
SAREH [BHENA FIA4 v oPE] 12, TIMEREELSDI XY PETRTRRLT, Z
DO IHEFT R L E L7z,

3) YEDmeE S - BFEHED © HAMISIE - MR 2~O@#HE M THB Y, @Y LEbhE
7.

4) POROWIRES © — I [F9WIESR ] OMFIIEEL <, LD X ) &M biidfiisgci s
D7 (conditional recommendation) &\ FLE2s kI E b T4, HAREFNRIZONVT
HIBRENTWLEHMLE L7
—HEOWEIRR B Y, CQ2. RAHHMUR I HE S MBIIREM & U5 (CTD-PAH) B#FIZHB W
T, SERIHIEERZ VD L AR S LD A P ATk A HESRIE, [SSc DAt o> CTD-PAH ¥
xS B SR IR A O, CTD-PAH OGRS E it CEMI NS Z L 2R_ET
% (GRADE 2C, Y7 ZDMEME (55 ], HEROMRS [5WHELE]). | L LELZ 2o
BN FIECEE L £ L7z, [CTD-PAH JE B O —#B CHRIEMHIREIGRI TH o 72 LT 5
WEDBH BN, TOILET YR, —T, DIEBFIOFAER IR L ) EIYEZ XL
D LEELRIERCO R W HEEDSH 5 2 En s, HREBREE 2 /iETY A7 - X%
74 v bOBUETIEG ZBATHIT A Z EE T L, | SEllF oL < HERTE 5
bOTIE AL, HMERTOMH»ET LW EHBLTBY £5

5 PROBES - [HHEORERLERE LORBEIZIN U T, 8742 BIUEAHEIR S TW 5 2]
WBLT, BEIADAEELEOREN, QOL 2 EIZoWTHSHBRHTHIT T E BuvE {4
—SBELADEE EOREN, QOLIZH L T, 45%IREIZE 28k L 4.

6) BHTTRELE : A4 AV OE=5 ) v FRERDIZOOIEHEITH L T L WiEO—> T
A%, FORGE 2Rk L CTHIF U & w9
—SBETA FI4 VHEROBEHICH o TOE=F ) V7 - BEREOLOOIMEL LT, Tit%
FIRLF LA (P23~24).

BRI A B TA P OBERIZE Y, [HEEHRRIEE D BB IRTEM & MUERE | (k9 2 S
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7)

9.

EOHIEICER SN G 2 L WIfE S5, BEIRANRIE, IRENEE, ESRSNFHEL &
LR T — 212 & o T [ AHBR P D B BIR R MU AE | B O R 5 61 ASHI
S, RGBSR OIS T 5 2 LIRS D, S HIHERRE LT [
AR L2 Rk D B BIR L 25 ML A | B8R BN 35 & ONRIR B i 1045 5 3 o0 A5 w5 > B i
MHGAE NS, R I 30 B B IR R i A Pt O R AR 2 AL & fifT S M7z iR i & OB
HARDHTET, IWRHE=S ) YT %4TH. BT, SRIGHARICBIFLL YA M) =X h 3
PG & 2 RIPHEORREBGEL T LEDPD 5.

— HARRS T - BB ClE, [ AHERIR (0 5 IBIIRVER &5 e | % &3 PAH B
LYAM) =23 T LTWET. BT FI4 VilERICET2E=5) V7 - BEEEH
ER IS TADE S

SEREEAN © Y 2 RIS o TIREIMER S NI A K54 v e Bbh . 1EEE
FDOTRNDE VEEERL, BRESEITONLZLEZHIELTBY 7

ik

1) GRADE working group. http://www.gradeworkinggroup.org/
2) Minds (=4 ~X) #4 K54 »+t % —. http://minds.jeqhc.or.jp/n/
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CQ1 CTD-PAH BHICHT, SRMMMEHKREZAVSZEHHREINDIH?

#E3R
4xCo CTD-PAH #1213, EIRAYMIMAEIRIEZ M52 2 L 2H3%9 %, (GRADE 1B, =¥
7V ADMAEE THFE ] #EROMRS [HRvifEdE])

HHEA
L

1. %, COMENEEE

CTD-PAH &, #5AHERR O fGE T ICHIE L ) 2 IREHRA T, FHREMICHES T 2 HIRNICE
ERWHETH S, TOEYHDE LT, PAH THIMEATR 7z BRI ILRSE O Ry 2 7R~ 3
WEAHEAE NG, Z2O—FT, AEFGIEBRAM M LRI S 7z PAH ER & [k L %
ZHNTWED, MBI EhTnZiv, S MN72 RCT % & T iR SR T B I il i R 38
DHESEDVRR I N TV DA, RIGHEEMOMGEEZ 50T, T AR TWS. EIRW
Jli M5 PEBRIE DR b @ SR & RIS () 2 ZRL, @Y REBRIEEE LT, 65T HiRE
PP, AEFLLRELZFHNL, X518, EFPHANOREL EORFEEHRORFREICONT
HOPZTHUELD 5.

2. MR

2.1 BREHE

FiR L7z & 912, PICO 2ol S N-MBFRIC L D, 19634 1 H~20164E12H oW EIZF R S
N7 WiEDEZF#H L% MEDLINE (PubMed), Cochrane CENTRAL, E&diiEa HWTF—7—
FEMRF L7 (7. CEMERNA L CHGBIRSIR) . SR odititid, GRADE 42 X % PRISMA
TU—NZF LDz R A7) == I OFER, ITESCTRAR RN 2 i L7z, B#igIZ RCT
124 % BHF S, mMHA IR 7z CCIRIZIRR).

2.2 TEF VAN

BRI A IR O G R & etk &2 MGE L 72 RCT &, §#%1% &zt PAH % CTD-PAH %
&t PAH &0 BF 2 G L LTEEBITbT& 7245, CTD-PAH Bl b o & LT3, HEZHEIS
P9 PAH % %44 & L 7= epoprostenol D+ —7 > F XV RCTH12H5DATH5SY. —J, PAH
LR L L7z RCT 1281 5 CID-PAH O 7 — 1%, H 7L v ) BTl ShTwas. 2015
40 ESC/ERS 774 F 7 4 Y IZHIS T 2 RIRBMATILIRIE ) X MZHEDSWTREL L
%, treprostinil, bosentan, sildenafil, tadalafil, macitentan, selexipag, ambrisentan, riociguat ®
8 FN RIS B B O 7N G A 9 A S 722" £ CTD-PAH 7 — % i34~ 7 v+
A XD E W s, 1) 5100 $TEHRELZLET, 52077 M a 4o, #H19)
ERGET RSV ATYT 4 v 7 L a— e AT ZAT o7z, b, FRICHEEORERO CTD-PAH
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T— 8 & A SN L7, 6 S HATHREOUGEICBI L T 2 Mo S Y T RIS B o
7o TG 2 IR TR G AT o 7.

ZOfER, M ERSEE (3AI5H8), 60 THEidGE (7 /128, AR ESR %
(4#14%E) DI DDERDT 7 M JZOWT, EIRWMIMAE LRI OB TR S 7z BT
R (4148 L TIE, BAMEHOBENEZRT T ERTE o2y, THEEHHO
BIZETA XY MEERDPD LW EDPEREE Z HNT.

—77, Rhee 51, 8% (ambrisentan, bosentan, iloprost, macitentan, riociguat, sildenafil,
sitaxsentan, treprostinil), 11D&RERIZIB1F 5 CTD-PAH 8270 45— % % FDAH»H AFL, 64
WIARATERAE, FRRREIRIGESS, BT 2 HAOR R LTS L Tw5 (Rhee RL, et al.
Am J Repir Crit Care Med. 2015; 192: 1111-7). 6 2 A ATH#EIZ95 % EHXEH (CD 2VR&ERTw
DS, BRAEIRIGE R L Tid ot v XH0.70, 95% C10.47-1.04, ZECITR L CTidA v XH0.81,
95% CI10.37-1.76CH -7z, SHoOfETL D b, Rhee SO DT AN AR & 72 o 7o RO KL,
IEBELE 1% SRRV, D77 A ABFE CERTHIT T2 M TENRTWEH D0,
$H L OBFARATRENTBRWZDIZ, SO X F EHTIIERAEGIIIHE L TRy, LaL,
2% F T2, Rhee S5OMHMRIZIIEIN T LD o72d DDOT —F DHUR SN T2 TR
%% Rhee b OB T — Z AN AT 5 2 LT, RABBOER TORK AL 2 LD WEETH
5. BRRHEIRBE 2 L T selexipag & tadalafil 57— % ZBIIKEA T 5 &, BEEE74801, xiHaRE
469BI DRI TH v XH0.60, 95% CI0.45-0.80 & FeHfH OB AR S 7z, RIS, FETIC
M LT3 epoprostenol ® 7 — ¥ Z BN ET 5 &, GHEEES7TH], ABEIHENBOENTE v X1
0.80, 95% CI0.41-1.57 L FEAMEMIZ X 2 E A O NGd o7z, TNHDORHEIE, 5RO O
e —E; L7

HERLIEA (2K 28) [ZowTid, FEAMEHIC X 2 23R FNICED O o7, T
53, Rhee 5237 #l, 10ikBk2 51372 CTD-PAH 7166107 — % % AT-L, HEHS, BEELAE
LI L THE L Twa (Rhee RL, et al. Arthritis Rheumatol. 2015; 67: 2457-65). =56 5 b 4
TIWHA ZHBRRKECD, 1) HEEEFEEOZNENORENER, BHTLoTr—s 2SI
Twihnil, 2) HEELRDHRCTIZLY MY — L T4 To CTD-PAH JEBITld 7 <, —HBIr
DRREDBDHDHIELREDBREHDDH Y, SHIOMFIZIETED R o7,

DEZBEMISHRS 5 &, CTD-PAHAEGNI N L Tid, EIRAMIMAE LRI O 2 3255 %
MRPMGFONT. B, ZOIFZETABTRBKZIN TS, —T, SHoOKE TIZd %
CED6ROPEPETONL. QEOWHFIZDIETOT Y bALICHT LT -y 0ERI T
ZOIFTIERL, T MILAZEICRGZMEEZRAESL% 25\, QIFMERIE 6 5 M7
FHEEDH @ sildenafil & tadalafil IZBJ L Tid, FAMET L O TLENEN T F AR IR L KL
TBY, METHIEICT T RMEFOT -y PHEBELTHEEINTLEH. @l2~16 DBl
RORBETFA 2 5% OV RMBBSORBET A YD n a7y A (RS
ARY PREBORD -7 [FECEHE]) Lo TIREL, 28I %5, @77 a0l
ML, A oMK R HEN THREEY, BRI REE LT-HLTHlmEz L Twa.
GHEMEPHRTH S CTD OB Z X5 L T e, ONEIRPZERE, BEEMRE, ZAEEE Vv
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GRADE system WV EEMBEEICHTEIIET ANV A TYT 4 v 7L E 12— (Systematic review: SR) & & UF 7 D

72 A BEE D BRAVES W AT IR T E T e,

FRREI S BRI RETHH DD, CTD-PAH &hkZ R E L2V ATY T4 v 7 L a—
EATENE LT—EDT— ¥ 28 5I1FE 572, CTD 2B\ T PAH B #ETHOBERZETH D,
MATEYRERIER DOMED G FRICEET A2 EPAMOEN TS, ARG T CEOLET T
REBRDPSTZH, MO 3ODT Y A LATHANLFFSN, HEELONTVALREFTHY, #
PG M ERIE O 15 < HESE S N 5.

3. WRIERDI=HDINZNEE

PAH THZIPEAVR E 72 IRAONG M4 LR IR 12 X 2 WA HEhik s, 6 0BT, R
FEIRHER YLD 3DODIEDT ™7 b F LIATDOWT, RIRAYNG M55 5 RS OB AR S 7z,
FECHRYER IS LT, EAEHOBNEZRT I EATE v o720, THIFENROBIEETA
NV MNEEBI DR EPEREEZ 5N, CoMGHEREZR T 2, TR L RSE
KR O A 7 — 7 VERARIC X B AT E R DI 2 § X & Th 5 A%, FEARIITIE, B MUEAE &
A HURER (R 3 2 B R JRE & IR B A i COMMER SR SN G | S ites KT
P L7z

31 PIMHLLRICEATHIIETFVANDEREID?

CTD-PAH JEBN xS 2 SR M PRI O A IS BIT % RCT, w0 & WF%E, %A S e
EROSN TV 225, BiMERIOUEE, 6 7 FATHMSEE, BREREERGE LW 7Y b
DZOWTOMEMNIZTEETH L. hEEE LAHHE LT, HRE LAETORAHBRICY
FIZEDPEDOON LW EDRBITONE, LFELLLWT T M AIZOWT, #HEHRTEICHED
i e LA VSRR SR 7 D DI 2 BT EEEOMEEMA D 5. BiRFIZHB W T, CTD-PAH O
R YE LD 5 WE— AN M MFLRE TH Y, THRVHERE] & L.

3.2 FIREZEDNFG L RIBESH?

IR MU LREC & 0 M ST O S, 6 /M T, BRI Rt 4 &Y
FLWAIRZRTIMEHASING., £O—T, AR A B e 1 BE U 74 H5
FOHE X% C [HRVHESR] L L7

3.3 BEN(MERPHRLBZESH»?

FRREEALIC & 2 ABE & L#E T % & &I m Wl Bl E 2N 5. & 51T 6 4TI AT M & il
PEIOWEIZ D BMHEBIASE N, THOIHEIRTS. LRIV T I M IATHD
PP OH ERL 2 NS 5 2 22 B lifEBidcE A, CTD-PAH JER Tid 2 1 & o fiffifili
DIELDEDN LW EIHEETFTS.

&4E%®ﬂ§t:1b?ﬁﬁ®ﬁ5?1ﬂ&5#’
EIRAMG ML E LRI A TR P L, WHRINDEHR DL V20, EROIX M 2EE L
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Bty WROIEROW NI 2 B,

3.5 WROITL—TFT12J

CTD-PAH 128\ C, PAH THRIEAVR & N7 BRI M IIRIE O R R &2 R TG AL S
%. PAH % k9 &G HLkm OB IZ D ), PAH ORRED BIEFIHIET 5 & ZHHREVD
T, registration |2 X AHEFERH 2 HAERS & & LI, BMHEE TOBBGEHOMETE T L.
IPAH/HPAH THMMEDR S N72EIRI MM JLRIE I X 5 CTD-PAH B2 BT 5 FREEDO T
REPEA B 2, [EARMICIE, Il MUREAE &% AU 33 2 BT 1, & iR i & e itk ©
DHIEHDPHEENE | S EIZEE—HTHREL.

4. BETHMOEEIA N1 DR

20184F FEM i MERETGHE T A BT 4~ (HARMEB 2, HARMEIIE - MifisRya Bis) <,
[CTD-PAH % 721X SSc-PAH x5 & L7277 ¥ ¥ 2 LT T 2 RXFHRILEBGABR I FE S LT 72, HE
—F i S N7z EGABRTlE, SSc-PAH BFIIIAD, T RT TR T 7 — VLSRG
WCED AT Sz BGRGRIZEORE T T, T RO AT ) = VEETIIRERERIEIC 5T
6MWD B & OIATEIREAS A 122k L7z, CTD-PAH 214 & L&A M EMEICBNT, TKS
URAF/—VIETIE, BREFZ RSB LEEICC ORT, TR\ ARICHHE I
LRI N TV S,

F 72, [CTD-PAH 2B il E PRI DO AR L 5D RHd b 0o, JEFERE S PAH 12
Mz, & SII3 2 OMiE ML R BT 2 EAREBOREIC L - T, HHUSHEITKE L
R eSS 5. IPAH/HPAH & AR W B R IEASH R % B A3 % — 5 C, Wl BL st
DOPEHRBRAZ X D9 o MPARER R MAE DAL T 26010 & 5. FHNH MU LR SE CREmI 123
WERRGL, AAMICHEZ T 2ATIE, EMEGTRIBIFTHL EV) F—F7 HER
ENTWE] &, SBROELLRLIETVADERHEZRDTVWAS.

ESC/ERS PH guideline (2015) Ti&, [CTD-PAH] I22oWTh+t > ¥ 3 ¥ &k T, S, H#
IZOWTHH L T2, HHEICHET 285 Cldk, [CTD-PAH i, IPAH L[ UiHEHET VT XA
HEIRETH L. TOHANE, FIRWMIMAETGERIEAGRIZT G L7213 & A & ORI AER IS
BHRIER B EENTVENLTH A, ] EBRENTEY, TOWNEIE, Class], Level C O
R"LELTHETFOLNTVS., T/, THIKRABOHTIX, CTD-PAH TiZ, IPAH & IR L CiH#SE
DORIEDOREEIME > 72, | L) TIRBFIHLTWwWB. X512, [SScPAH 2B 5 3 » H DK
ABRTIL, epoprostenol FEfeAEFE BB 2R, AEIR, AEREBIEAUGE LS, AT
ZRNHNE IPAH OSBRI CTH o7z, i, D% L dd BRI SSc T D w8 LT
WLy LhZzw, | & SSc DR BRMEICETAE LD o/,

5. BBDE=SV) T L
BHITA B4 Y O@MHIZ LY, CTD-PAH B3 O BHRERE & 2 R~ O/ ouimn &
&

& BT B HRE LS AWt SN B, R LR AL RE R BT X 2 @ AL, il i A R R
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GRADE system # WV EEMEEICHTAIET CADY AT YT« v 7L E 12— (Systematic review: SR) # & ' Z DR

X BREHIMEIC K D, MATEYRE N T X — & OAHEZ G L, K5ELm ( 2 9 il s M A o0 R 7
BRI OMBA»HIE S NG, KHA NI v 0F=5) v 73EE LT, BRI Lk
DIGEHE PUCHE & AIBHEOREG B O BFE % Wit 3 5.

6. SEROMADHEME

i s ML RE D TGS AR B B 72 i i N ORI BE O X o T, A GHLERI ZRE 5 il L9
A 7 T A 4 R 8 R0 S LA (2 B ) i 5 L AE - 12 331 % 'PAH phenotype’ D% 1) 7 i B A3
WMfssha., 75RO MBI, SRI I EILRIE DA OB 72 2 RS S (25
LU S .

7. XHkta$R &XXHEIR (GRADE)
7= 5 N— AKF#E R (GRADE)

% 4 bV : CTD-PAH
CQ1 CTD-PAH BHIZB VT, EINWIGIMAEREZ Wb 2 LR s b0 ?

T—=FR—=Z
(1) Pubmed/Medline (1966-2017), Cochrane CENTRAL, [E2#hguifiil (k)
(2) Bzt Galie N, et al. Eur Heart J. 2016; 37: 67-119. Table 19

Sitbon O, et al. N Engl ] Med. 2015; 373: 2522-33.

HAY : 2017/6/12
W% YS/ST

Pubmed
# ey SCHREL
9 #7 AND #8 88
8 English [Language] 22,817,440
7 #5 AND #6 107
6 Clinical trials 1,119,336
5 #3 AND #4 389

beraprost OR treprostinil OR epoprostenol OR iloprost OR
4 selexipag OR tadalafil OR sildenafil OR vardenafil OR riociguat 24,600
OR bosentan OR ambrisentan OR macitentan

3 #1 AND #2 2,726
2 Connective tissue disease 292,458
1 Pulmonary hypertension 55,161
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Cochrane CENTRAL

# [ SCHREL
[Trials] in #7 42
7 #5 AND #6 59
6 Clinical trials 718,077
5 #3 AND #4 75
beraprost OR treprostinil OR epoprostenol OR iloprost OR
4 selexipag OR tadalafil OR sildenafil OR vardenafil OR riociguat 3,209
OR bosentan OR ambrisentan OR macitentan
3 #1 AND #2 168
2 Connective tissue disease 1,059
1 Pulmonary hypertension 3,975
PReprpguERE (BRER)
# V% SCHRE
7 #5 AND #6 0
6 Clinical trials 782
5 #3 AND #4 6
beraprost OR treprostinil OR epoprostenol OR iloprost OR
4 selexipag OR tadalafil OR sildenafil OR vardenafil OR riociguat 8,625
OR bosentan OR ambrisentan OR macitentan
3 #1 AND #2 24
2 Connective tissue disease 557
1 Pulmonary hypertension 1,725
8. IEFVAR7A771N
8-1. EIRpAHMEILIREIC K D CTD-PAH DM ERRADRZE
Treatment Control 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
Badesch 2000 -366 456 a6 75 B53 85 13.6% -441.00[B50.87 -23113] ————
Badesch 2007 20mg -243 385 | -19 208 22 16.0% -224.00[-409.81,-38.19] I —
Badesch 2007 40mg -144 304 20 -19 208 22 194% -125.00 [[283.62, 33.62] ——
Badesch 2007 80mg -156 261 | -19 208 22 220% -137.00 [-277.96, 3.96] 7
Humbert 2017 -181 208 71 -37 229 25 289% -144.00[-24597 -4203] ——
Total (95% CI) 189 146 100.0% -192.11 [-285.27, -98.95] o
Heterageneity: Tau® = 509913, Chi*=7.45 df=4 (F=011}; F= 46%

500 -250 250 500

Testfor overall effect: 2= 4.04 (P = 0.0001) Favours [Treatment] Favours [Control]

Risk of bias legend

(A) Random sequence generation (selection bias)
(B) Allocation concealment (selection bias)

(C) Blinding of patients and providers?

(D) Blinding of outcome assessment (detection bias)
(E) Incomplete outcome data (attrition bias)

(F) Intention-to-treat analysis?

(G) Selective reporting (reporting bias)

(H) Early stopping of clinical trials

(I) Other bias
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GRADE system WV EEMBEEICHTEIIET ANV A TYT 4 v 7L E 12— (Systematic review: SR) & & UF 7 D

8-2. BIRMITMEILIREICE S CTD-PAH 0 6 FREHITEEHMADTE

Treatment Control Mean Difference Mean Difference Risk of Bias
Study or Subgroup Mean Difference  SE Total Total Weight IV, Random, 95% Cl Year IV, Random, 95% Cl
Badesch 2000 108 318 a6 a5 30% 108.00[4567,170.33] 2000
Qudiz 2004 21 142 41 49 12.3% 21.00 [-6.83, 48.83] 2004 T
Denton 2008 221 278 44 22 3.9%  2210[F32.00,76.20] 2008 I
Badesch 2007 20mg 45 146 21 22 10.6% 59.00[24.42, 85.58] 2007 —_—
Badesch 2007 80mg | 17 21 22 6.0%  28.00[F14.53,70.53] 2007 T
Badesch 2007 40mg 49 148 20 22 10.6% 49.00[18.42 79.68] 2007 I
Galie 2008 10mg 22 173 22 18 8.9% 22.00[11.91,5581] 2008 T
Galie 2008 2 5mg 18 23 18 18 4% 18.00[27.08 63.08] 2008 I
Galie 2008 20mg a0 168 19 16 9.4% 50.00[17.07,82.93] 2009 I
Galie 2009 40mg 49 17.3 17 18 8.9% 49.00[15.09,82.91] 2009 I
Fischer 2016 18 1438 21 43 11.4% 190011001, 48.01] 2016 T
Humbert 2017 28 168 71 25 9.4% 28.00 [-4.93,60.83] 2017 —
Total (95% CI) 428 324 100.0%  36.20 [25.17,47.22] *
Heterogeneity: Tau®= 55.05, Ch®=12.88, df= 11 (P=0.30); F=15% ;

00 100 100 200

Testfor overall effect: = 6.43 (P < 0.00001) Favours [Control] Favours [Treatment]

Risk of bias legend

(A) Random sequence generation (selection bias)
(B) Allocation concealment (selection bias)

(C) Blinding of patients and providers?

(D) Blinding of outcome assessment (detection bias)
(E) Incomplete outcome data (attrition bias)

(F) Intention-to-treat analysis?

(G) Selective reporting (reporting bias)

(H) Early stopping of clinical trials

(1) Other bias

8-3. BRAVAPIEILRFEIC LS CTD-PAH DERREKISEADLE

Treatment Control 0Odds Ratio 0Odds Ratio Risk of Bias
Study or Subgroup _ Events Total Events Total Weight M-H, Random,95% Cl Year M-H, Random, 95% CI ABCDEFGH.I
Denton 2006 4 44 3 22 45% 063[013,312] 2006 20® @06
Fulido 2013 46 143 387 393% 078 [0.44,1.28] 2013 ——

Sithon 2015 48 167 73167 56.3% 0.52[0.33, 083 2015 —- a@ee E1 T
Galie 2017 4 40 416 43% 033[007,1.84] 017 ——————

Total (95% CI) 394 287 100.0% 0.59 [0.42, 0.83] L 2

Total events 102 111

Heterogeneity: Tau®= 0.00; Chi*=1.77, df= 3 (P = 0.62); F= 0% RECERE ) 0

Test for overall effect Z= 3.04 {F = 0.002) Risk [Controll Risk [Treatment]
Rigk of bias legend

(A) Random sequence generation (selection bias)
(B) Allocation concealment (selection bias)

(C) Blinding of patients and providers?

(D) Blinding of outcome assessment (detection bias)
(E) Incomplete outcome data (attrition bias)

(F) Intention-to-treat analysis?

(G) Selective reporting (reporting bias)

(H) Early stopping of clinical trials

(1) Other bias

8-4. RIRHIIFMEIIREICE S CTD-PAH DFETADEE

Treatment Control Odds Ratio Odds Ratio Risk of Bias
Study or Subgroup  Events Total Events Total Weight M-H, Random, 95% Cl Year M-H, Random, 95% CI ABCDEFGHI
EBadesch 2000 4 56 5 55 AT.7% 0.77[0.20, 3.03] 2000 ——
Oudiz 2004 1 41 3 49 20.5% 0.38 [0.04,3.83] 2004 I
Badesch 2007 2 62 1} 22 11.5% 1.86 [0.09, 40.25] 2007 I
Humbert 2017 0 86 1 25 10.4% 009 [.o0, 239 M7 —————— 71—
Total (95% CI) 245 151 100.0% 0.59 [0.21, 1.68]
Total events 7 9
Heterogeneity: Tau®= 0.00; Chi*= 2.08, df= 3 {P = 0.56); P= 0% t ooz o1 7 T e

Testfor overall effect Z= 0.98 (P = 0.33) Risk [Controll Risk [Treatment]
Rigk of bias legend

(A) Random sequence generation (selection bias)
(B) Allocation concealment (selection bias)

(C) Blinding of patients and providers?

(D) Blinding of outcome assessment (detection bias)
(E) Incomplete outcome data (attrition bias)

(F) Intention-to-treat analysis?

(G) Selective reporting (reporting bias)

(H) Early stopping of clinical trials

(1) Other bias
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8-5. BRAVIPIEILRFEICEL S CTD-PAH DHEERZREANDEE

Treatment Control Odds Ratio Odds Ratio Risk of Bias
Study or Subgroup _ Events Total Events Total Weight M.H, Random,95% Cl_Year M-H, Random, 95% CI ABCDEFGHI
Badesch 2007 56 62 19 22 BO.6% 1.47 [0.34, 6.48] 2007 H— [IITITITITTIT]
Humbert 2017 81 86 4 35 304% 085 [0.08, 8.01] 2017 —_——— LT LT LT

Total (95% CI) 148 47 100.0% 1.25 [0.36, 4.29]
Total events 138 43

Heterogeneity: Tau®= 0.00; Chi*= 016, di=1 (P = 0.69); F= 0% dos 052 7 t 250
Testfor overall effect Z=0.35{P=0.72) . R\sk.[CGntml] Risk [Treatment]

Risk of bias legend

(A) Random sequence generation (selection bias)
(B) Allocation concealment (selection bias)

(C) Blinding of patients and providers?

(D) Blinding of outcome assessment (detection bias)
(E) Incomplete outcome data (attrition bias)

(F) Intention-to-treat analysis?

(G) Selective reporting (reporting bias)

(H) Early stopping of clinical trials

(1) Other bias

B OFHM (Quality assessment) FEROPH (Summary of findings: SoF) R
FIES
T B
G| 74 o | P | | R | < RO P pren
¥ ZEH xf e
(95% CI) (95% CI)
T MAAL BMAEEP IO W E
] wan |, IR MD 192115 Wik |
eyl 7 Ty AR e 7 ~ .
5| RCT rég\:ifb fnﬁ It B Kiﬂ;giib NATA| 189 146 - (285.27 % 0 ff~ %ﬁ“ EON
L ’ HREED 98.95 % 0 1i%)
TN A2 655 RATHIEE O UGS
. waln | HR MD 36.2% )15
el 2o ey R e 7
12| RCT IZE;?fg;VJ fy)ﬁ Ittt XE%L;D NATA| 428 324 - (25.17% D 5~ %ﬁc ETON
AL hEED 47,221 0 )
T MAL3 R EROCT
. A 7 . iR 116%>72»/1000
WAl | e | wan | 102/394 | 111/287 | RR0.70 BE0
4| RCT FEEEE | INA T A (435 7~ VN
) N X7
BRAHY | HY AL AIERES 22 L rsz3 (25.9%) | (38.7%) | (0.54, 0.89) 178470 B
T rhA4 FEEROKT
. G | A - HikK
B | e | o R | 7/245 | 9/151 | RRO.60 | 2447%\/1000 | 9000
A RCT gy | BRI 0 | 7T T2 (2 000) | (6.0%) | 0.2, 1.61) | (368~d65%0y) | Feiicts| T
H L BREEDH
T MNALS AHERRIE
e WEl | W | e HiRK
S TR Nl IR B 2 N 138/148 | 43/47 | RR1.02 1844,/1000 @000
2| RCT mﬁ@n#%f&ﬂﬁﬁﬁzﬁwéab;;;§<%zw 91.5%) | (0.87,1.07) | (G4B~11957) | Faicts| =~

9. HIBO/-HND;REET—T I (Evidence-to-Decision)

HESEIC B3 2 fifi i & . (BRET L7277 b A 250, —doftififlz e+ 5)

CTD-PAH 3B R 2 IGHDP 2 WA TIIBO TPRAR ThH o7z, Ladso T, T - BRGERIEESE - HH)ii
7R - MATENRE (WIMATHRHD) ouEgid, HRZIERE S LLMiHEIH L. —F, FHEFLBEHEI DRV L
b, HERZ T AL D L. CNHBIBEEMTESDZ ISR VbDEEZILND.

BRET Y NI AERICDI AN T Y ADE

FaLTE7A X912, CTD-PAH ICBHE L7 7T OWME X H 555, ¥ T A ZHVNE W20, TEF VR
DERIETT 5. 22T, BHOV TN EHEDO TR YN 21T) T L TH Y TN Af &P L, TEFYAD
Haemb TREfTo72. ZORE, MR, 6 o BT, HREERGHEOL YT Y 20,
RCT A =T Y IGRNVT—DH 5D LH T OME L V) M OHEZICH T 5, HEHkTE V. JBTICH
LT, Y Tt A ZEREODA XY MEEEP DR, ETHIERy. AEFRSEIRAEL, FFICHBEREOY
T AL ZANE L, HEMEIE. &0 Ty 20 & LTIE, SR 7B T — % O X 7 B Hs s
THhHI Lmb [HEEE] & L7
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GRADE system # W =EMEEICHTAIIET > ANV XTI T 1 v 7L E 12— (Systematic review: SR) & LU Z D

WROMEOHE (MTFO4THIEOWTHEL, 20ORAZERT )

HEFED TR XIS B ER H AL
BVWEAEFEENDENDIET X | EEYA RCTIE A —F VSRV T1 D
(] £72 TH] 0BTy A3H 55 ?) O wwi | UfFFEL, Ml RCT oY 7f##T
R T EF Y ADEREITE, RO W R A < % Thb IhLEHAETHIE
5. TRCTIZICHT 54 T Vs
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AMTEF 2. CTD-PAH BEICH T 2 REMHF 7 b HLFHER

)'C' 7o PAsy opiE] apitl
=
Jais X A& 123 (13SLE, 10 |4FERI RHC| 236112 Sa iz fil NA |NA |23 23
2008 H—7E MCTD) Tl ik (IVCY).
9% 7 B
BIHEEGEH.
1
Kom- #%AIME 24 (SLE) a3 — |2 | 240012 IVCY + NA |NA [24 |24
mireddy S |H.—HHFZE Tt AT a4 N3,
2015 (PASP >30B&RER % B < 20
) mmHg) Bl PDES B
Sanchez O |# A% |28 (13 SLE or 8 |4 RHC|28 4112 IVCY, |SSc TIXiAEHINA |NA |28 |28
3 2005 H— P52 MCTD, etc) Tl 226N A 7 1 A el 7 U ERE]
NES TR UL & 72
DRIV
Yamauchi- |[# 51 & |Historical con-|4JEf] RHC|13%1 12 IVCY + 8 8 13 13
Yamanmoto| #EHEE  |trol; 8 (1 SLE, 3| T2l AFuaA N3
S Wroe MCTD, 2 SSc, 1
A 2011 (Historical[RA, 1 DM)
control) | 5f 9% # ] FF
¥ .13 (7 SLE,
1 MCTD, 1 SSc,
4 Sjogren)
Kato M JEFI#ERE |5 (4SLE, 1 AERI RHC| B 2 71 A NA |[NA |5 5
2011 PM) Tzl FIEHA. 55
4 500 i
TREEDEH.
5)
Laundry D |# A% |9 (Sjogren)  |4#EfI RHC| 3 112 IVCY + 9 3
6 2007 H—PErse Tl AT uA N

IVCY: intravenous cyclophosphamide (therapy) §&yHifils:
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GRADE system # W =EMEEICHTAIIET > ANV XTI T 1 v 7L E 12— (Systematic review: SR) & LU Z D

VA A
< RH k4 s | me e AR
6 BT | iAo WHO-FC®»  |FEEERD e It | BRG S
%E & %E KR - Rk BI£R Sy
[IVCY HAkHE]| [IVCY HARRE] | [IVCY Hihli] NA WK Jais X PNBUBL OFZExt5: 6 » Ho
HEDUSTET |TRIESSTET 6.6 [JRESTHT 1/11/ YAEZR L 2008 #% 5 10 & | 0L O H—H
331 m7A*5 446\WU %5 5.6 WU |III/IV 0/6/2/07%* 5 H—Fge v (A|9E
m 2. 1. 7/1/0/012 8 3. fi)
JEBOSENE  PEROGEEE 10,6 JERUSERE 1/11/111/
362 m7*5 336\WU 25 13.6 WU|IV 0/1/7/0%* 5
m (ZHEAL. ZIEAL. 0/0/8/0k 7% L.
(0t o 5 s | O 0 e B e S O | L a5 918 O
BEFIHE] T i
HEDUSTET [REBUSTET 13.6/iA% ST T 1/11/
345 m A5 403(WU 205 6.7 WU [TII/IV 0/0/4/0% 5
m 2. 2. 0/4/0/012 2.
FEROCHEIE  FERUCHEIE 15.1 | FERUSHEE I/II/TIT/
428 mH 5 454\WU 75 14.4 WU|IV 0/0/2/17> &
m IR, | & A, 0/0/3/0& A%,
312 m7*5 420|NA 225 WHO-FC @t |[NA 1 25kl | Kom- INBLRE DOWFFER S 6 0 H D
m 2k (6 HrROl. FD) JETHEL  |mireddy S|4 4 0] & | D40 | B —#Hf
Bl ). HIRFEET L, IV O (R—=2F 2015 H—ffge v (A%
BNZLL T 3 bt %) fii)
IV(n=5)—I1(1),1I PASP 90
(4). mmHg T
I (n = 8) —~MEHEIR AN IS
(1),1(5), I1(2).
BROGHEE  REUEEE (n= JAWEEE (n= |NA 2 B HSH I [Sanchez /s 31 BL o |fF7e 5t 5
(n=8) T294/8) TI15.6 WU |8) TII/II/IV fiE, 1 BIA5|0 NIk il
mA5 482 m |A 5 10.1 WU 12 (0/3/5/0%5 W 2% T 12005 H—pfge #Ewv (A
W2 UGE 3. 4/4/0/0~0 3. e fif)
NA IVCY [Ef7# T  |NA Historical NA Yamauchi-| /)~ # 15 &
PVR 7007 5481~ control 12 Yaman- | & - IEf
¥ (P=0.07). e Lk moto S [# D HE 7
Historical control = 2011 % L F
BETIZLL31D S El
1079 (NS).
[fERI 1] 345 |[NA GiEfl 1] 11 25 INA NA Kato M |5 i o i 28 — 925K
m A5 328 m DEBI 2] U205 1 2011 B GiE 1 12
GER 2 1 475 GEsI 3] M A5 1T Inixs
m 5 475 m GEfl 4] T 45 1T 2 & b
[IER 3 1 426 DEFIS] A5 1 )
m”25 370 m
[iER] 4 1 NA
GiERI 51 305
m 725 390 m
[ 1 EA D A0 T i A5 4 bt [ 2RI AT F£IZ NA NA Laundry /Iy 8L | WF 585
£1375mA 13WU -8 WU |l %5 III D #BArmE OEHD
5 360 m 9 WU —10 WU 2007 H—pfge #Ewv (A
i)
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Schreiber [JEBI4EFE |2 (SLE) AHE ) RHC| S #p il e NA |NA
BE Tl GHERI 12 TVCY,
712013 SERI 2 3 MTX)
+ il fn A
B
Prete M JEGIFRYE |1 (SLE) RHC Tz | 56 2 47 1) 58 12312 H 1%, NA |NA
2013 (CsA, MMF) + mPAP 52—32
8 A7 uA4 N3, |mmHg
Jil i 5 R S
Jif|
Watanabe RUEFIHE |1 (SLE) RHC T#Wi|[VCY+ A 7 1 NA |NA
912013 EE S
Weathered [EGIH |1 (Adult Still) |RHC ToWr (e 3 0 6 9 = NA |NA
) 0] (CsA) + 251
2016 A W, i
PLRIEGEH
Rain A SEBIERE |1 (Sjogren)  |RHC T |6e 3 0 1 #% 1 NA |NA
2012 (AZA) + A 51
11 1 N3 +HCQ,
il i 5 R S
il
Olsson KM JEBI#H |1 (SLE) RHC TZWIVCY+ 2 5 1 NA |NA
12 2015 A R+ IMAEsg
e, il A PR
F
Streit M [JEBIERS |1 (SLE) RHC "CREWT| 50 92 310 1) ¢ 2 3l I HEaR A NA - |[NA
2009 (CY, AZA) + HBH, oy
13 HCQ, Mifi M & k0 s bRl
PR b ML RIE O
HINSEIN
Mok MY [iEfl#kiE |1 (SLE) RHC Tz | 9 32 P10 1 35¢ 82 NA |NA
14 1999 (CY, AZA), i
A EIRIEDE
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I 1 B BIEE
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NA 526 dyne-sec-cm °|NA NA NA Watanabe |JiE 1t 67 H®D
5 R fifh PR 95 1L Bt
346 dyne-sec-cm™ 2013 DRI
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m 5§ ) ered] |l IR 5 £E B ETE2S
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NA NA WHO-FCIII 7225 1 |[NA NA Rain A FREBIERhE, WFZEXT4E 6 » HD
2012 i R 8 B D 4L o |k Bl R
ORI EW (A
i)
NA NA WHO-FC IV %5 1 [NA NA Olsson  FEBIHR T, |WFJExT 5 208 DifE
KM i R 8 B o S [ o0 | Bl g%
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o)
229 m %5 392|1580 dyne-sec-cm”WHO-FC IV ® £ F [NA NA Streit M REBIH TS, |WFFEx 4| 2 4E DR
m o 2009 i R 18 B o S M o0 | Bl %
250 dyne-sec-cm” ORI EY (A
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