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MEGHARAE Y v < F B A TE R

il MUEAE (PH) 1 SSe B 12 A 6 R A MEHEMRRIEO O 2 D TdHh Ao Koh & D 1996 SEDOHETIL, PH &4
5 SScl7 F o 1 AEELEHIE 50%, 3 AEAEFEHIE 20% DT & EbO TFERALTH - 72", SSc s b s PH
O 2 WA BUE BB IR S e (PAH) Cdh b GHEALE 1 2. 1990 LRI, 7a R y4 4 2

(PGL) M) 70 & PAH WS 2 HAEHIAK 2 W28 A S, PAH JBH O L Pt s vz, 72720, B
IRT SSc l2fE ) PAH T A €57 Y AW A wiznd, KA F5 4 TSGR & S5 K581k PAR
(IPAH) St fxtk PAH (HPAH) % A4 & LzIR RO M2 5% L Uiz 7275 L. SScl2fE9 PAH 13 IPAH
WCHARTTFHARTH L Z L™, BFLLFE—HETR W LR ET 5 0EN D b,

oo TPAN BT URSETAD?

1eSSc, Fit > b A THUE, PLUIRNP HifkAs PAH O ) 2 7 [HA- & 5 B A5, TC O SSe P T 1 o 5E
W A7 ) == 7rHHfisns,

HESEEE | B

KER A FY ATIE, BEERER (ILD) Z4Ed 72 PH (isolated PH; FiMZ3EH 113 PAH ICHIH$5) |
TR DEV 1eSSc oA S L Z %W, ILD #4Eb %\ PH 243 % 1eSSc FEH D 60% P 1 Thit >
X T HARDEYE & 7 BAY. ILD 2 b v PH OB II L > b o X 7HARE . BB (cSSc @ [ THED R WY,
FOHOWE T, Pik v b A THAREME 1cSSc & BT Th/To kB 1cSSc 1281 5 ILD % kb 2 vy PH MRS
D& Z &7, deSSc TILD & b7\ PH & S 2 FCHk & L THL USRNP Jufkhi#itss s h ¥, —7,
HAETIX, YU UIRNP JUiEB O BHEAERZ B D SSc 12 ILD Z b vy PH 2% WY, PAH #4859 % SSc78 fl
EBRMEICHRE L7 7 Y A0 00| Tld, SSc 84E 5 EULPNIZEET X 17z PAH BHIZERERIAS 55% TH D,
ZDHH 16% id deSSc Th o 72" F 7z, PAH RIFIEG & SSc W 5 LI PAH 2 5895 L 72410 & D BT
B HOHAOSMICEDN D572, TDLHIT, PAHOY R 7 FFIERESEND D, 43 L b BB H
LNV, ZD720, SScBEDTRXTHWPAHONA ) A7 HEFMERZ LTEIBROEHNRZAZ ) —=v s
IR SN D", —J5, ILDIRES PH L BT A EF & LTy BITAFZEIC L 1 deSSe EHL b KA VAT —F ]
(Scl-70) Hifkdsiis s Twa ™,

PAHSHRROIOORU—Z VI UTHRRIRER?

PAHREHIREROZZODA 7 )~V ZFEE LTCL F 7S a—, JikiEmdE, Mk ) o A FR~
TFFPEHTH 5.
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HEBE DRSO = A, BBEERE= B . MRS U LRRNTF K= B

R
PHORZ ) —=r 7 UTHREATRE. W8 X, OER. BRI A58, Misiemd, mpEr by
LFRARTF F (BNP) BLUZOREEMAE (N-T proBNP), FEMEELHEME W (bra—) BEIMTbhb, &
HETRE LT IEOTE. WELGSE VIHE COPIERMES (WA EBEIZIE5 L Rivero-Carvallo #fE & X 13
n5), ERgmnE., AOEIERPVE. KBEIEMEICEYF 7/ —8, AOCHFAEIED BEERZE, FFER.

K. THREE ALNDS, I XMTIILE2, 45BX0E 250N, EAMEIRPRMOIEA, FRH I
BEREOWSS. LEXTIIGEEN. GEAERN, AEEX. BRI A A 547 ClRRER T A MUE % #4F 5 KRR I
JE. DT I —TIRAELROIERE FNE) LEFRBOLEDANDRMZED 5, ML EORFT RIS ER SN %
EHEERD DI 5 incident case @ 30-70% THH SN A A, BERY - 3BEMNTHRE SIS &
A7y, SSc i3 PAH OF ) A 7 £/ TH % 728, American College of Cardiology Foundation (ACCF) /American
Heart Association (AHA) ICX B2 28— b F VYV oF Y TCRREEEROEFEIZALDOLTFEMH A ) —=
VUBHRINTWAEY, A7) -2 v FHEE LTRSS a— 0k 5 SRFHEFHHEE (TIV) B LS~
V2 —ARICLVEE SIS ZRPUREKRERZE (TIPG)., H#EEIGHEMEIRE (SPAP) OFHMIRENT
Who 79 Y ATEBINLLHERMBTWFAETIE. BEOHWEEBRAEED 2\ SSc B STOFENRICE

FoIra—%EREL, TIV>3m/s 37203 TIV 2.5-3 m/s THERBEYINEZET A0 THLY F—F VEITwv, 18
Bl% 7 ZPAH W LTWwAY, ARIC RS2 a— BN F—FNICEBA L) —= v FENPAH O
HISRRICER R L AMIOWETORENTW A, MitkREMREIC X 2 MiLEEE (DLco) DIET I3 PAH ST
IZHRAT L. % MiEE (%VC) BAICH LT %DLeo RV EE DR E (%VC/%DLco A 1.4-2.0 PLE) X PAH
DHEEEFUTESL, N4+ <—%—& LTBNP. NT-proBNP ® PH Z W2 BT 2 FHEI RSN TWB DS,

SSc TIRBED LA ZRTEMNE . BE, BEELLENZD Y M 7OBREVRBETH S, 752
CTEMSN-BH & Ik — b T PH O 7%\ SSc BE 101 8% 4 287 H3BYF L. 8 Bl2S PAH LB sz,
SZEBMITICE 2B TIE, PAHOZH 2 T T 2R R & L € NT-proBNP | H & %DLco/VA (alveolar
volume) <70% 2SHi S, WEEFH T 2T Z N DS OESNERT3ELINICPAH L BRI NE T R 728
Y12 BE N EDTRENT VWS,

IC6B PHORERTTAY MITR?

PHEFHTERSFLa—Dhy b+ 7L LTERAAREE 2.8 /s (ZRFHFRAEIEZE 31 mmHg,
ENGEYIEINRIE 36 mmHg) ASHZRL 25205 BHEME. BERESHFAETZZ L2 8BEICBLENH S,

HEE B

BEER

F79La— k) ZRAHETEE (TIV), ZRAFRBERERZ (TIPG), HEENEHITEIIRE (sPAP)
DHENTEETH 5o Evian THE S N8 2 MR PH ¥ VR Y 4 TS PH IE TIV 2.8-3.4 m/s & BEMIC
EFS N, TOfEIF TIPG T/REIX 3146 mmHg, HFEE% SmmHg & LT sPAP ##E T % & 36-51 mmHg &
%37, BEANI22LZTROLTIPGOF—5Th, —HOBHE L SERHHZ BV TRERO TIV I
28ms BBE VI EHSY, COREREREEOLVERTIIRYEELONL, 72751, SScBETIOD
A bPFT7EFOTIBETER YV, HIHOT7S VATERENLZFTFSTa—- bR TF—FNVIZX BERE
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BRI TR AE Tl TIV>3mis F 7213 TIV 2.5-3 m/s THERBUIN A9 2 330D 5 BALH 7 — 7 )V THif
L SEIIRE  (mPAP) A% 25 mmHg PL T PH & B S 72 0id 14 Bl A Tdh 5™, Mukerjee 5 13 SSc i
FRTWENSEE LTE T I2 012X 5 sPAP 2 A40LH 57— 7V CIISE L7z mPAP % ik L 7= Z Ofi 4,
W EOMPIZ R L2t (P =044), BEHEOARL BT, PHAH L2200 569 K75 22— T 31 mmHg
A T WBIEE E B A B 0% FIEGFAET A Z EAUREN TS, LA ->TC, F7I91a—I0L5TIV
2.8 w/s PLEDOYEIE PHMEED /20 0A 7 — T WV ELTH S eSS L, —T, Zoflixd ThloTh PH %
BED FBCAEIR, B AT, B s A MG T T VR RRIICAT ) RETH L, AT TV
2 &0 AR IEE @ mPAP % 25 mmHg LLET &m FPH & B+ 5, 735, 2008 4E1Z Dana Point THIE S 1L
785 4 WIS PH ¥ v B Y 2128 W CTHVERE mPAP 13 PH O Z Wi H 72 & B i & 510, IiBHliings g
AEA 15 mmHg PUF T, A7 20 =3, 4, 5 P& Suiud PAH 22035 GHERLEE | Z]).

SSc (2 B 5 PH Tld PAH OBIEEATE WAL, F OB G/ R EICEES PH, LD (24F9) PH. (S iAese
WBIECHED PH OB LETH 5,

E A

PH ORI 4 TR PH ¥ VR Y A TUET SN GHREE 1 B8)™, SSc BFHITA LN D PHICIE
HF T —1 D PAH, HF TV =2 OLLERBIZED PH A7 T) =3 O ILD 289 PH. 417 ) —4 Ok
MAFERRAEIZRES PH (CTEPH) 2% 5, F7TF5T =LA A7) == LA T —T Ve fllhdbei:
A TIE SSc (2B 1T D PAH OHFEIE 7—12% LGS NTWa™Y, —J, SSc TIRZEDHEBZ BERIZEED &
AR EI, 570 B SSc B Z T L7127 7 » A0 21 jilid THEM S N -BRiIImFgE Tld, W8 (deSSc. 1eSSc)
BB BNk LR E A Z NN 22.6%, 17.7% DT WA, $72, SSc T ILD % &Iz thwv,
ILD #A§ 5612805 PHOBIEIL F 72 a—2 L A% sPAP 35 mmHg 27 v M+ 7 &35 & 44% L
ERTB, —J, SScl97 il % Bl & 1Mt L2 5 Tl PHAT36 B (9 B 32 Bl I A 7 — 7 v THERR)
THR O, FOMPELILD OFMTEN LD 72" ILD DEE L PH OFIIEILTLIME L2V 0 b,
SSc FH TILD & PH 2MFE T A AICIZ ILD & PAH OABF 2 @A, ILDIZfE S PH 2 OEITEEETH 5,
CTEPH I TH 5725, FOBHD 70 OMREIMFE S ¥ F 7 5 5 I1Z PAH DBWIZHET, BEHCTHIBZE L L
DMELH b, 7T v ADEL gk EN E A TIL 384 Bl SSc BE & 3 EMEY L. €O PH FRESRIL 100
A - D720 13761, PAH H¥0.61 B, ZELHEBICEES PH AT0.61 B, ILD IS PHAS0.15 Bl & FRiF S hCw
6‘6)0

BRPIERGHRCASSHATORDCERD?

VIR OGS R RBII A LT Lo
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e

IPAH 12 B\ C AWML SRR OGS B HE 2 VY 7 AERESFRIC R LR L, 5 EEERD
95% LA ETH B EDRHE SN, 27 L. TOHOMKE T IPAH (235 1F % AP 55 KIS o By i 48 B 1
12.6% & BFOREIZHRTH VI EBRFE SN, $72, 79V 2ADEETF -y TidSSc 2 EhE T
JERICRE D PAHOT B COAMEMILE RSB ISR 2.6% S EFEICHLRWY, I, KONBOEL (Fryy
LEEPEE), EOREREL A TAHAIMKEOTERE (ZRTURXT /) —N) REVRT 2 -0, KEkE
EREHTOMITAEE Lo €070, B PAH IGHEE OF I ASH 6E 2 BUK Tl 2R M OIS 3Bk E 4
BLThH L,

h&@%ﬁ BRI § 2 FRA BRRARIEA 92% L EZMEFFT 2 720 ORBREIMHREI NS,

JEEIE | UBERSA= B. FISEI= B BERE= AL YESUR=CT

2

%

PAH DIFEREE ICH/NIRIER OBESIEE SN L0, B 5TV 7 7)) VI X AHERBEITHOI
CT&72o TN T TIPAH/HPAH 28 & L7 X RERDS 1 b, BAM XM 6 HIE SN TWw3Y, Fuster
S IPAH BB 115 B0 ) BB S 1257 AUPICTI V7 7 ) Y ABIIR L 18 Bl & 2N LIS D 37 A2 Bl &K
HL72EZh, 3EAERERBT LTIV T 7 ) VEMBBBIO T BB EICE o 72 (36% vs 7%)™ s IPAH
BB E LIZKEIN Y Y AREBEEEOR R ZMES L 72 Rich 5 OB OF 7N T, VT AEHBEICHT 5

SUREOFEIZPPL LT INT 7 VI X 2HEERELFH LSRR L D 3 FEFEIEr -T2
(&%WM%W’—Jime6L;5n%H%ﬁ%&Ltﬁin PLBEREO B X 2 EFERIZET 2
o, ZDX I, SRR THEFBEOAMEIRENTVIN, 2RBTHEESNTVE, IRHRR
OB IR E RO AP EES IR ST 5N TwianwI L Th b, REeryy V3T N7 7)) Yol
ERETEE, UVT77) Y EDRTURT /= VEDOHFRIIHRMOY X2 % EiF5, 2, ZRTTRATF ) —
WETNT 7Y YRR LA 3LEIF 9B (29%) THlEHIMZED 22 EFHREEhTWSE?Y, —J. ACCF/
AHAIZK B F A N— Ao F VTl FHFRfEREZLE LT 5HETPTINRIS 2507 V7 71 »
BRAHRELTVWEY, 20720, HRTEIVFVALRNVOE W PAH BEEOFHZEE L. EMBPUER
B VIRETUARY 2 SEIRIED Y X 7 2 F T BERRMP ZREE Y — A —BEER ) FITHILY 27 08
WA RPURERELZEHTAZENET L,

HOARSEEZEIBEE. T U T ABIOKFROREL & L ICHREOFHIFAREROUEL L 25
T EAIREBRAHE B ZA, FURAI O PAH O FHRICH 2 82 i L-HBRIIER I N TRy, X
BRAICIZHRE Cl TH B A REKOI VY HRAEHTB & Lz, REZRIMLEOIRERNTHLZ Lo
LBEBRENELATON TV AR, TOREEERT L7200 MBEREBITERB S LT v, %4 BHFRPH ¥
VRV AT, BEBAE 2% ZMFTL L) CAEBREREZEAT LI EERIA TV, Tk
BICIIHEREB TH LA, BERDIA VUV FARH/BTA L LA, VX% ) XAEHOFHMRE S 25— BRI O
HWEZELT 2 ERE SN TWEIY, BOEOMERSFEMN 2D RELRIHRE I 2 V. V¥ 51 28
B EEWHERORAE D Y Pe—VEHWE LTHERT2ZL 355, OB TEOERELE T HERR
LEWHERCHEHEZEZERT %0
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PAH % A9 A ITUR W GEAERG O BT 2 58 L IEURAVE I L 22 S i e s AT 2 47 9

fg‘g ﬁ%@%@m ;?a A;‘Li?“%% m B

2

g{l)j&t

1978 4E 6 1996 4F F T OB OLFTTIL, PAH 24 2 LD IR F 7213 M EHR OB H1E 38% 2%
357, FhUZIET T, Buropean Society of Cardiology & ACCF/AHA D # > ¥ 4 ¥ Cld, PAH %453 % IFk
AR MG O PRV BT 2 3530 Ly & LIFIRASHIII L 72 S 3R s AT 4 479 2 & 2 S Twn 577,
1997 4E PR O M RHCIIIT R T HAT 25% T T LTw 4205 IR E LT, JE1 0 78% 3R ¥ 721
WS 1y AUNIZEIE 2Tl D, IPAH 25 KPR 0P ISP 9 PAH IS~ TSR IS 9 PAH THELC AT
B, F e, WEER (OR=3.7). L (OR=44) PICY A2 % LT HERTH %,

AR % A3 AP0 UIRNP LR 0T, mHEEROEIE2H Y, WHO 75 2 1 T30, MATEhEsDs
P72 T B A TR EITIBE O R WRFCE 5,

HEEIC1

JBIERCRED PAHICBWT AT B A FE 2SS0 oA 8 2 R RIS 2L s h b, EAEAR
WFZEPEDIERFTIEL 1999 4E F TOARIETO PAH I U CTHRIEIIHTIFEZ T - MGG O ) b AT T A FRqE
PO L CARD & I LT A HEE 1 23 2R Tw A AYY . S IR CIRAMBIAHIE S hedn
INA T AR ERT LU H D5, WD S OHETIE, Sanchez & ASHEIIHIEGE %+ 47 - 72 PAH-CTD A% 28 4
OEFRIE OB MATIHREOLLE HEME TR LTWAEY, ¥ 705277 3 F (CYC) 600 mg/m® O
1r AEOBRWEE L FSEREY LoAT o4 FOMAEE Q268 X CYCHM (681) 12X 2EE2IT V.
8Bl (29%) ASEMNCHE - T PAH O#EITHMH S 7z, REONFUE, £FMx Y 7< b—F X (SLE) Fiik
BAMRSEGHAR (MCTD) 20 Bk 8 BIFERITH o 72DIZK L. SSc id 8 PIEPIN A TH - /2o FBIZES W
— 7, 35 % SLE & MCTD IZ#->C CYC L A7 04 FHABREOMEEZBMEIHRETL, WHO 25 A1 %
7oA OAREAT 3.1 L/ i DL b & AT B EEASHERE S T B 2 L S MBI R R 4 23R 2 Tl 5 |
FThHHIERRELTWAEY, BERIVIZ, HLUIRNP FARBEG CEBIEROEIIED B 5 EG THEIES
N5z L%,

NTF 7R MR EEHN A A TS L,



