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OIMHER) & G T, A7 a4 FRPHOIMIZAZT
I, FO—ENC VEGF G238 5 L O D TRt
EZ Oz, BEEE BINENRS SRR KT PH (R
IR BH O MNC GEPROBFIT, PHGHEBRRSRED
MNCsup H1i2, PAEC 45 L URPASMC ¢ HE3 A (e 3 4 A
FHRpWER, TO—oMR -1 8 THDEESR TS
7z,

7o, M N R MR B B R & LT VEGF A3
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ENTv D, PPHBE D WIRBRERICG T 4 PH TR
BLUONEOEZR MR, SERMUFELE LT
plexiform lesion 3% 545, Z4Lid, FEME OERIHE
MATTIR TG, TORKE LT, m¥ENEMEE B85
SHLNTFOEENER SN, VEGE HZ 0D —o
ThBb,

VEGF PASMCHETH A (RS 5 5 F 5 Dz 20Tty
IRETICHSEETR, £ 2T, 5% PASMC (234 5
VEGF IO B 2 Tilgt 21T -7 & Z 4, PASMC
OO TUES A S/, VEGF [Lm e i E R R
FONMTHOMRFEET, RCmE BB O CES S
T, AT U I E RIS R ER T
2, ME PR IR O BARELIAMT i A A o0 B A
CHREST S E b,

T, VEGFAEINL T L - PAECOIMATN S
F O LEHOET-EE o+ 2 A7 o4 NIz
THSER IR o7, TORFE. A7 04 FIZL 4 PAEC
OIFFTEE S L O LFE T OET- BB OMEIZ R A & 5
7=, ET-1APAECH L UFPASMCOOHIRE 2 Tk X432 - &
B Tansgd, ol 274 Rk b VEGF
7% & & 4T L7 PHifk e A il 2 Al EEMEAVR STz,

Z i+ E T D, platelet activating factor(PAF)}s X TX
platelet-derived growth factor (PDGF) THlE Eh#-t -
Jit AR e 2 0 Rl i S g B AAR L2 5 7 A VEGF Otz
F LA TORRTTERAT oS Pl oipEl sniz e
DW|ENRHLHY, Eio, PRHREREEREETMER
VEGF B D | A& L, A7 e Kk HRE
BETLELOEREN DL, LT ATas Fi2ks
VEGF O F BRI RIT SRl o 7 LHEE L T 5™,
gz, A7 eA FiZ L AVEGFE£ONEHIER % in vitro
THILOT, HETAT oA FIZX 5 VEGF L oM
Bl EBFEAEEEARLELOT, WPFnb2TaA Ko
ERPBRETIEL CWA, 20 E TOIRER L
Eb¥T, AT eA Rk VEGF oL EML s - b
A3, PH OFEIE-PHERE DI 2728 D wEBENRR S h

foo 0T, FHMERBFORHASLETH D,

PLEX O, MCTERPHTZ « k% H - fitaiE il ik,
LRSI L A invitroDBFZE T, PHD
FRIEIZITHE T o, 512 VEGF OB 53 M S vz,
Fo, AT oA FEEICEY, PHOESTLZMEI T 58]
BEMEA IR ST,
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Ef Kz’ AH GFA

iz L®Iz

PCTD (REAS-GHRER) L1, EAESERE [FR
%%%mﬁr(WH)Jﬁﬁﬁnﬁ?%ﬁﬁﬁﬂﬁﬁt
LoTERBENTESTHD" . 5B, PPH ot
7" Zbreakthrough (28g% 1) & L TPGLIC L 2 &g
EAE A XN, PCTD e & BhE L CEi 2R st
L LT&7, 370t PPHIIBK QLN SR Y OE
PASMELAPNTIZIRL LT, AR A iED

WICL Y, SEEEATAGTAERISLZLND L3
Ppotn, PGLERECTERATE LIDAERIT, SWE L raH
5 7MZ PPHELSR DT R 723 2 < 72 o P IEBNIS T T4 B 1R
Pt (IP) B Z - T B2 EBBE SO TH
5%, PCLOBWER L VWA EZ FHbEEE S0 3BR
ENTEL TWADTIIARWGA LW 5 L 5ot 7
DEEZEZ 2T 5, BE LIS E E CO0MER I
n. e OREAEE ZhAEMELE (PH) %2E< &
LT, £0O/E, HE, BRCETAFE2Th-T
g720%, PPHORBEEASENT A>T, Zok
5 PPHEIPO AN T A LD 2 EZ LD, F
ZTEM. BEEEBITLE L L ToPHESHTO £ -
LT, ZOPCTD L3 F LS 4 ME+ 5, 2
BATRIL, BRZERDEDBEEICHE D EAESE
B NRAMMESHES (MCTD) | J§&AFZERE, 720
N ERARLIEOBARSERS (FEETE) TR
BETOPHII R ORBER LD —HTHd 5,

R EHik

BE208 M L FRR R PH BRSBTS 0 A
>, PPH & NIP D& GHAGH (B3, 434, FH%Emes
TI8), A READRBIEIEME PH10OE (B4, 97,
VRPN T 1658). PPHATH] (H14f5), 4334, g
WE35 T 14mR)E RS L Lz, PCTD g4 ST i+ 51
i, R OE TR - 2R U < ERAHT

1) BEESRE K E ( EA R  R
2) BRI R A R
3) [T A — PR

i L EAE D {EHE & PCTD DR

% WY ke &

T OMELEOSHAOEENLETES, F0F
5 B E TR L CEmAE D264 2 i a3t
AT, FERENRITG LA T —F E, BERLT
T—iE, R R v R EREIT L, A L -
TR BOER OBz, MELERE, F0iE04
FRRELE LT, MEARER £ ORI &R T 2 —%
(IVUS) #17/z-72. PHOREIL., WHOO EEIZHE
FHEMR A 25mmHg 2382 BARREE L72Y, kit
BEMAE S LT, A0 R I — IfifEsme /e, &
AR A A 534, Filas - SR Oy 8% 22 {a-aDoy) |
Bk - ZHFEIHERRCONERE (a-E1Dcoy) HIE
Lo, £ofh, i (bFRE %A 1720, iEHREs:
AURREL & LTI RSN UE, & ICHU-RNPHLE (6
RNPH{F) | S BICRE o 7Y &l L50%L Lo
MmEREEES LY, BITRER TIiKL-60 M4 %
Trpole, ¥lov A 7 —BEOFEIZOWTHREL
7o, NPOPTWHZSWTIL, BRI T H PO B EHEC

L7, BEFAHOPHORZENL, thoERICL - TR
IAHPHEBTERAS Z b int, 2F L. i
HEFE S GEBIZ 4517 2 R OPHORMC > Tid, Bif
Nk # ORERBRAE KT SPATRW D & 2 il E
FIE (PAODET) MIEELRND &3 L U EH A
LHPHOMBEAZ BB L CWAZ L2 RMIBIA LT,
MEMPHTH S 2 & SR T E R L L, FEFH
DOPHE (- BEH I ORNRE, 28T 5 b—
FA (SLE) 34, iRAMESNRE (MCTD) 34l 4
HVERE(VIE (SScy 2/, BHERR&R ) v~ F (RA) 1441,

WA PRI TH -7, BEREPH T LB Mo Mk
TR L DPH, FILHGE  > F 7 F 543 L UshEh
R3S & BT LT RAL L7,

R

1. ERERBII=AH HPH - EEER SO S4#

1) PPHEUPDAHHE] (758, B

B 1 CCAYEF OB EMXBREE ST L7z, IPOZE
LR L, R EI 2o &SR OPH AR 2 5E 5
THD, ERMEEREOEIIRM A 2%, Pa0,=43mmHg,
PaCO.=34mmHg OEBZMESH V., MEBPE CE
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[E) 1354/29mmHg (40mmHg) *EEIC LR L., O
B UMD 1X 3340 -min' (2070 -min~'-m?) 2 {E
B4 7L, ERLEFERZ12.0RU (mmHg- ¢ ~'-min)
Thot, REOCBEREB L —HME2R 2z, Hig
tekdr . BRI AFTR & B R ZHEROMEEE (a-aDoy,
a-ETDco,) OREEFIHEREEZFR 1T,

:
%

E1 PPH & P on il (7585 : Bt OWEEHE
5,

B T O AR S5 B B, WP BIR OB

o, N2 BOERS D, LEEOIA (A

R B,

H2 wFEELT X (EREE) .
ELNE RV) OIERICESEE (LV) GEHERA
¥ (I

F 1 BHBEERTE. BRI R KT A SIS O F
Rt (757 . B

PN - *D6 » Hig
%WV 81.5% 76.1%
%TI.C 87.1% 86.2%
Y% CO 29.7% 16.8%
%DLCO/Va 38.6% 21.1%
Pal, 38. OmmHg 43 . 2mmHg
12aC 0, 34. 2mmHg 33.8mmilg
a-all0, 78 . 6mmiig 659.0mmiig
a-eTDCO, 9, 5mmHg 9. 6mmiig

a-alX0, =NlH % - BIAR Oy rl a8 X2,
a-er DCO; =8I0 - CEFTF RS A AC O 21 R X

2) PPHENPOSHFE (TURR, M)

AAGHE O RET M XM EE A X 3 107 Lz, H#RC
O A LR 2300 A & FIRHCEB 2 0IR B
DEEASOREHIIERETH-7z, WRCTEH 4T T
A3, TR BHARAEIE OFF BC, PO RN EE & /- T/E
Bl TH o, BREREFEOBHRMD Y A X, Pa0, =
53mmHg, PaCO,=36mmHg ¢, A-aDo.ji54mmHg T >
-, MEROLTa—HRET, FRAREE RV) OFERE
Ho, B (V) OFEHFEARON, ZRRHET
4 (TR) 2324 %Y, = RFNRMEHIEBEZEAPRVs-RAs)
i180mm Hg T& ~» 7=, HuEHiE(—), FLDNAHLH(—-).,
FIRNPHIE(—), RAF 2 M—)THh Y. LDH 341U/ (I
FE100—225) » FHE. KL-6 1720U/ml (IF 3 {E < 500)
CERA LR AR LR, BEOBRICENE T, EOMm
fiE, FIEEIE & 2T LABRTA BiBICHLT L7,

E3 PPl & P o&0M (718 - &t OREEME
H.

IHEF L OV AAERRHE AR 2305 2 L AR E A 7Ok

BHVEFAFOEY HEHLAFR) £2dH5,

Ea PPLLIPOAMH (18 : 4l OMECT,
W OB HSHERE DT LG 2.
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2. BRAEPHEPPHOELMY

1) Me7E & s

PPHENIPO S HHF), [RE RADEFERIEPH, Hg APPH
OIFPHIT T, EELFEHRIEESR 2, M5RL
. BIESRAEPHE PPHOMRIER SR (K5 0h, F)
THL BLA PPH 30584 OIS EEMICR <. Ly
PPH £EOMERE  £=1:24 THACHL b
T, O30 TIHEMICRERE N RS, T h
ISBRUHMEPHT LRI Th o7z, & 50, LoMETriPPH
DREIETOFICOER T LoD E— 783 Hhd 7 ¢, =
L BIEREPH T M Th oY,

PPH & TIP & &-{3- {7 > F= 5 1) 48
3
|

4l Ozx3m
&
=
b W =3
2t
H:4-1:1

(=]
2635 [

L L

woon BT BT BT BT,

-y T v e r @ g
(=] @£ v Ww W W
— ¢ T v O M~

ROFRIER (M)

FEIGURIEPH 1045 0 SR MBI

6 Oxom
— Hais
4}
= B:&=1:9
=
]

o r
1625 [ ]
36-45 !:]
s665 [ |
6675 -

28822 3 3
8 2 2
LUFBRER ()
% A PPH 4745|145
Oxn3m
Mx14p
B .u=1:24

SRR

e - B TR " BTN
R S G S
W W0 0 W O WO W
— N T W O M~
BMETH ()

B 5 3REOMERIER DA O

®2 =48
TR (B %) Sk (K@)
PPH &1 | P &ty 6{3:3) B3.7 £ 18.1 (27~75 ) |
REFADENMNEPH I0(1:9) 40.7 £ 16.2 (24~67 &) du
AXA PPH 47 (14 :33) 3491142 {15~74 %)

*p<0.02. **p<0.001,
2) REFHEFSORE
RREFHERTOMR L 7 OHREE SR~ e &
S Lz, REFHOBERME PH Cik ik
(ANA) BBHEFF R 100% 05 C H S - 25, g APPH
TH23% Thot, B/ o7 o ORGEE (50%L)
L-Bhny B EEMEPHD40% 2 RS 3. g8 APPH 113
% T -7z, PIRNPHIKOEMEZBERIEPH T30%
REnzd, BAPPHTIIEA2Y% Tdho1-, X610, L
A 2 —IER E R R E OBRE T AR R A0
T L7z, HEAHOBEFREPH T L 2 —fEk%60%
DEGTED, BEENEFILI00% RO DKL
T WAPPHTI LA / —IERMIS%IC BB h, GiEY
HIREA2%ITRA NS Z & AVHE Ui, 7035 s i)
BE LT, AIBREBESZ VL, BT DR
WmlE SO%LLEEM OWwTFhAabA IR NRHEE
el e EE Sy SHE L,

ErFEe (&) £1SD

®3 REFHREOEELZTOLBHEE

wa | oswn oo | PRZSTED [ e (o
PPH £11P A8 [ T 1T 0 (0% 0 (0%}
BETEOENMEPH 0 10 (1009) 4 (40%) 3 (30%)
2 A PPH 47 11 (23% ) 6 {13%) 1(2%)

!4 LA AER L EEFRERE O N

pid) LA J—iR REFRRR

PPH &11P &8 6 O (0%} 1(17%}
[ R B ORR R A EPH 10 6 (60%) 10 (100% )
A PPH 47 7 (15%) 15 (32%)

3) MififTEhEE & Edy T

PH DANFEE R O FAERE S % s & L 7= B M PH &
% APPHKaplan &Meierik i X 2 £ fFE 4K 6 1275 L
o BIFUSEPEPH & 5 APPHD A {7l b VTR LT
Wiz, WEIPHIER OBBRLEIE L A YR CRES & 5
THTEADERTHE T La4d o7, PHREME JHi
TEEER 6T L, BEREPHIIFEBENR LS - &
L0, BB BIZRH I 2720, SRR Bk
TEE (PAm) jXPPH {CHA~THEIZ (p<0.005) (Kl
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For Lmos, ORE (D) | 2fmEEE (TPR) (I2F
EEFHOT, PHORIERK B A5 LPPHE RFRICEHK
WCHEIT LTHOERE LA EBHEM ol

%
100

wr — RAPPH

- EEFROBHRMEPH
el 2 0-TLzZTe

#
x4

2 2 me=sssmsscsssaces

0

RERAL D OETFHMN

6 MAPPHEERFHOBERE P HORBER
L0 OEFIMBROLE, PEICERIRD LA

" N n L 1 M . i . 14 1 i )
4] 1 2 3 4 5 ] 7 -3 9 10 11 12 13 M¥F

"R
L
£S5 FHmfTERED HER
bia PAM ct_ TPR
PHoME (T {mmhig) Q- min m (mmHg -+ min)
PPH &I P &did 4 (3% 495 + 7.2 {210 £ 0.25) (139 = 239)
BRETHORRNE P H 9 403 + 104 'I 245 + 0.58 129 £ 7.3
BEAPPH 42 57.5 +15.9 J 2.25 + 0.64 183 + 74

PAM« RUMTPHE. C | =»L&R. TPR=2RAWEHA Ta<0.005 PH L 18D

3. PPHAIIPO & G- O BMBIFT R
1) AOHAlOFEER S TR

PPH & IIPD & GRFI DR & FEl iRk 2. RIs0E
jeas L, BIEREPHES LU APPHICE R THEI R
W Th T, EROMTAD L, BRMEPHE LUK
AN PPH @ — 7o & LTERETH I LHTho
Too MENCA D b BRI THERFK L,

2) EFlofETHIREEORS

F#3., F4AIFRTIEL, TR (ANA) BSiERT R
Z17% Th otz fEs/ v 7 ) v ORE&EE, FIRNP
FEOBEFTRiTY e Thotz, il A/ —HBRITE
1T, EERNRE OHBUEEG1T% (16) LEWI L
Moo,

3) EOHE oMt TEhRE & A T

F oY &<, MmfTEEEIL, PAm, CI, TPRL
17, HAPPH b B3 /A7 72, PPHENPOEHFIOE
S TRt SRMNFEORH EZIEITLUROIET TRA
PPHLE 0 X 5B 2B L7,

4) B OB R R

PPH L TIPO & OBFEREN R AR 6 IR LTz, M
ER (%VO) i1 72+14%, +1SD AR L, 1R
(FEV,%) {79+ 11%, T 1SDXSIFERETHEMNICH -7
2. WibkEEES) (% Dico) (124 1+7.9%, 18D MO
ETFZmRLE, 7. PaCOREOZERHA PaO.OE T M
B i, a-aDor aETDco. M F B RARAR BN, £
DIFH, LDHO LB, KL-6anZERA B/ KA LN,
F7, WEROT -k TE, CEE2EO AR E
(TR) MR LI, 4BMEETEST2L09E, FISDOTR
BRGNZ, HT— KT FZEIOERE F7T7EFAWT
HIE U SR Hg R ZE (AP} 4% 71215 mmHg, ©
ISD » B 7p FR &5 L7, MEREAESEOERZ2 b
HE R+ AL THo 7, PaOflEs L F PaCORIEE
TR L,

#£6 PPHLUPEGHAIOBRFRMRAER R

frd ] B (EH)

%VC 5 72+ 14% (54~87%)
FEV1% 5 79+ V1% {(69~97%)
%DLCO 4 24+79% {1532 %)

PaD2 -} 41 + 7.3 mmHg { 34~46 mmHg )
PaCo2 6 32 £ 4.8mmHg (25.1--37.1 mmHg )
A-aD02 6 71 £ 12 mmHg ( 54.4~81.6 mmHg }

a-ETDCO2 1 9.6 mmHg

LDH 6 314 £ 51 UA (229~370UAN)

KL-6 t 1720 U/ml

TR { 74) B 2/4%09/4 (1/4~3/4)

AP 4] 71 £ i5mmHg ( 54~968 mmHyg )

FHE150D
C R S

1. MEEERR (PCTD) OftE
BEFSOMERE A 3RS - TIT /R b - AR R
B TEOEMER I LERE ) RATTIEEEAY, A E O PPHEF
ROBEY THY, ZOHRELNEZBOET & BRE
LIS AV bR T A, REFRHOPHONMKEIZE 2 5
g2t LT, PCTD {pulmonary connective tissue disease) I
RTETT LI, ZOFOHREDEARELEICL->T
RESNEZESTHD, PPHAZETLLEDNLO
CEPHETOMBEMA S, BT, A & WA
D—ETH DAEOME & BL X 9 1Zconnective tissue T
BB, RELERLEHIICHZDEHEHREMEM K
(IP) & PPH L1 92->0REBIL, MOMEO Y Z%Z
TN Lo CTRAY ., BEMEER IR, BilE & 2358
HIIPPH E A%, FEARFAT T CIzgkrL Y TIPLPPH

— 176 —



PPH & IIP O & 171 O PaO. B 48 1%

5§ 2 8 R 8 8 3
b L in o ~ @
Pa02 {(mmHg)
PPH & P45 (5 PaC OB 48 T
3 r
2
g
H
1
o x )
o 2 - = g 2 o
& i > - &
LaN] o oy bl -

PaC02 (mmHg)
E7 PPHEUPAGEE D PaO.M) & PaCO,RBI4E

DMHRE L, K< FOFELUMRBTHIBEHRLACR
e BRBIT 20 5 D VBRI L 0D AR ZE A 4 AL LT B
T, MRS, AESER, RETH. BRI RE
TAHLBERAREIRZOTHS, IO LS ICHERH
WERE D %@f‘ﬁ%u”fDﬁ*Fh.PL\JﬂUD%H 15", Bfs4
HETIIPE, L IR O BIESY 1ZPCTDOIRE L5 3 d
ﬂﬁbﬂfhé EHOBRLLE N T, PCTDORIE 2
HESIC W TORTEE LD THEBIRELE, B
BiL, BER OBz FERFLE L0 THD, PPH L
TR OFE S L TBEREPHASB O 1P (4,70
FLLOMRRR & L CBIRAREMESEM &85 2, PPHEIP
H I RE RS H 0 BIFIRIER R L ORI G, H&
WHREAH L VTSR IR, 08K, BN
RO FATUTONESIEEFELTWADITTC, 6%
FEEPFPRE B ILERTNE, BERTHE STV A Y
DO, BRWEEBRICA>TLE S L LA
Ve TR Z O 0 S ERES S A IRET A A 50T
RN 5T HPPH R PO & UHA R ETE L2 it S &
72V BBEUEMEPHO 8 T4 Clz B i E R R & i
MHAEFT R OGBS Y | BEFICLAETED, L

£&7 PCIDE W5 EZH

CHIEEEHIRSTOEBAATHIN, BROFHELTERTHTRL.
PPH 2 0O MEMECHORBLICIIHBLTOIEFNE<Z 50
%, ShHDOELEEIEL T pulmonary connective tissue disease &1V 3
BIFEERM LT, CHE PPHORBEOAZ 5T, HEECLMNEY
FT5HOTHS, (FXEY)
BHS53%E3R7 HIE #F &
( FMEEHERBFRUBBOCERENRN BRIS2EERR p2:
I $@MAT <~ #MEALTERRSH. 3) £y, )

# 8 Pulmonary Connective Tissue Disease(PCTD) 7+ 0

1. A4 138 SBHE
Kilc{+ 5 Fibrosing - vascular Diserders 20T (PCTDOIRIE)
Tk i i 41 361,1978.

2. WELTER 27 #1858 SR
BEM M £E pulmonary connective tissue disease (PCTD) &Lv3 &R
Ao
E R ER 27 3, 1979,

3. BRIEEE R HEE
WESER (PCTD) oiis
EHEIRE AR 16:1117,1997.

BRLE S

FERAS B sk
PR BEAE

BEASOE R | RmMEB A

RERY &4 RERE H30%
REXEER B MR Y
L33 B> HE B

R R
MR\ | MEOELE

B8 MiEEE#SM (PCTD) oS

2L, UPRLECEAZ VASPPHIZ M 72 o0 T, EO L
A& 8T OO TRETH S, PCTD Gffisit, &
235:’; basket diagnosis T ¥, FOEBIEIMB AT TO
oL ETAHLOTHEL, FhLos LBy
%of\ﬁﬁ®£ﬁ&rmmm%%07 Bl & ke THE
HEINZHOTHS,

2. PCTDiRIEDIRH#L

1) PPHEUPOE{HAIDE

PCTD L& 2484 57 5123, 3k 4, PPH & 1IP
DEMPIDHELFATAIVLENSH Y | EEHTEVRIC
BT, PPHEUPOEFI AR L TEF, LT, 2h
FETO2ERAZOHIOEERFI A FRE L C, Ve, o
7 EORBRAREE, MUERIESE WFIiTEIE, Wik, wh
WRil 77 A fli 7 2 sc#, & O L E L Ka < 7 —

ERDHT, L, S ZOEHNORRERTS
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AHECA PPH, JHETHOBERM: PH L DB 41T
fpot-, TTICHE L TEAL ST, BRAMEPHIZZE
P ATH I LB LAY, RESCHCRERHD
PH, {8k~ 7 v i 3Eket: PH 35 L (MBM: 2 7 o minE
B PH DB AN B 2 L8N LR, FDR
B, AT IOEFHEECTATED, HRETBHO
BEFEEPHAAIZE S & LT, B~ 7 o olf et
IEIC L APHEBA LI L 28R Lz, —hE COM%E
778 PPH & TIP & (HF D {FTEIZ PCTD DBEE S LT 5
ZEEBERLTWVS

4R, WE%%%&%%@EL L TR LNAHFESE
bl s, (EHE. BRI PHASSGFTB D vy 5 SRR
KD LT A 5, PCTD &0 ) &3l
FEREMOETHD, 2R LT RERLRWVE
HORBWS oY, FOMBEEEL TR~ TH
724,

2) PPH & IPO & HEIZ A A2 B

WML ERIT S K2 THEEA A CH 0, PHARIET S
WIHRBORFROBEESLETHEY . —H, Wi
HEFEIZL X 9 CHh D 5 h, ZoF LT riudiiig Eolt
FTHALENDH, TAIY RIS XBREE Lo
A OB SR X, FIRFICBIRMOHEDE T 23
B, 0D, RIURESMIZEITTSE LT
#y . FHRRHERE I Tearly stagelZfR HH K31 54, PHitlate stage
WOLRBINENDS Z 205, ZHUWEPPHR /W k&
OHEHATHHD,

3) BEURTEPH & BIEREREEI R OG>V T
IR TPH & MifRHEIE O G OFHRI 8 2 2 & I3BE IR~
e, FOBREEERT S, EM £FHELE
(SSc) | 63%. ZtE T, [ 9 AER MR AMXHE
Ehon Lz, BERMRE MR LA R TS Lk, BE
WPEPHEZ S HF L7ZAERITH 5, TEXRMRFFOBIRIL A 2
(X, Pa0,=54mmHg, PaCO,=31mmHg T b K FEiHLE
SR MAEA A e, HFEIRFZ PH 232040, 3{54}
F—FNKEBEITLIZET A, WEIIRE (GEHE) |
ﬁmmmg(%mmm)fﬁota@z:~&L;D&
FOERERE AR L S EZOFERFRAHR S h
e BEHETEIOL I ICHRBABENMREORZL
P, WERETHMEOSIMAN SV | BRI ATRE
ThbH,

B9 WEREPH & BRI B LR 5 05 0FF O KR
HMiTa, 2aHEiE{E (SSC) 635% « &t
OVFE AMEIRMEIE L DREOFERRIERBPALR
D F%Z%®%ﬁ%$bhé ER A SoiRE
HEINICE AR TH D,

4) PCTD% ¥4 — M1 5 HEH

WHE, PPHIZH LT R &4 7 0 (PGL) OFf
MRPIERBA (7 a—F ) I L DB HVR 75
AR SERIEE Y L CHEA XN, PPHOAMG T A UE
TEDRHRMGT, 4 H CIEQOL%E MET 5 NFHIGHRE
FLTHEERR O o=, ZoXIRARELY
ERoESS CHT AREARERER - TERL, T4
Pt PPHIZEMR O L/ S5 ¥ OREFDSFLINIC I
T LTV, RAREOREIZLY SFEBLTER
TAHREGIRLHNA LS, PGLEETHERIA(F
L 7=, BETEF I S PPHELA DR RLAS 2 <
o EFICET T OMEMEMENEZ - T<HZ 8
MMEXNF-DTHL? . PGLOFIERE WS EZ Iid
EERRTIVIHIFRENEL TN G TERWO LN
S LTk a MERNEER - TCWHDTHD,

3. PCIDRIBIZiviv SRR

1) BRI ENE (HPV) & idfs:

PPH > IPO &G CiL, B ERER MAE A THET 5
A, FHAPHOREIC 2 0 E5 50805 HEIA LY,
HPVIZ, LIELITEMEh CHEEENTEY2REILLTY
ZORBKTH B, Tz, MRIEERRE
(alveolar hypoxia) OEMENFRD TREUITH S, LK
FRSEIE & B W TR IREESRIE &\ 5 T & iddied THRER
ﬁ%%@%éﬁ\%ﬂwﬁifﬁévmmm
Liljestrand“ @ EBR{F &N D £ 912, MAROKEEFAE
LA ETHD ‘i"ti:b%ﬂﬁiﬂ’ﬂﬂ (A) DEBEFESE
@Q)Wﬁ?fﬁb BRIMO:53/E (Pa0y) Tidioo &
WH e ThE, Ah, PAO, IEAME (alveolar air
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equation) TrRER D L 512, PAQ,=Pi0,—PACO, {FIQ;
+(1—-F10,) R} | FIO =K AT OBE, R=7 25 HE
(Veos/ Vo) T D, ZOREHIOBHITH, BEETH
VT EDZRNTHS, PAO: (I, PACO; #3PaCO, » s T
vz e, PACO=PaCO, & LCHETRHB - L
WTED, RFIZPACAME T+ hid, # O JRFTe
FasB L4 548, thofEg 28R+ 2 s Rizn sk
WITPHEEE -T2 22wy, L L., PAOOME T H3Eltilc B
i, MERILEO ES M EPHAR LT 5,

2) Bifasm O (PAO:) OIERTH# & 4IRE

PAOG X, Stthd s, BRERE T ThNE, EER
ETTEENROBANTHE, BFATETFLRY, &
WHATPAOSMET 3 5 0L, IKBIEO AT A LI/
Thhd, TNTIHKEBTIRELITHASH ), HrniEE
TR0 (Paly) 2ME T2 & A3 2 &1 B EERK
TEEBT 2L 25 THhAN, PAGOETIZRLAM,
W2 ERE, HEERE TA o5 PaOm0 % Fid, PR
AR BET R L 9D, ISR B VAQIOIE T %
T MRRGEMS L, R — gk 0.5 1 g 2=
(a-aDo,) OERKRFEL TPaOOk FARLNEZDOTH
Do FEoOmMBEERTT LI, PAOETA2 &7
DL, PaCO s B & & 7o 40 C, WS 4l i fE
% (alveolar hypoventilation) 7375 BBEIZER 4L 5,
FAVTRMN A AE B THPVAMER T S 02, FilikEs
FIERL OO, BRETO R, TS E, MR
WHIEMFOEGEE T D, EREALPAOOIL P34 5L AR
WHEE, SVEFRR(EOAERELE, O, FUKIE, BZER
IR E T, EMflch i AROEBEEILSR LA
vy, BE- THPVIZ L S MEARE D LR & LRy,

3) FHRFEAEC X HAPHOEM L [BR

HIE OB L O A7 — T A& T LT b e
FERAGLARNOE ERROBEMICE D, WRHEE T LR
FEIZAEEAET LT, WIaERAA R LD L 5ok
nid, PHORR L A2 04554, BRI O PH - 1188
DHDTd D, FIHHIE Tkl ISR oz L -
THIMERAEEEZ ST THbT LS L h
DA, RO TN ME O 4R B Y flifaEE 7S
THAIE R IR Ui Z 3\l s ot A3,
o) S TRCBEODSH A Z ik, BEUHEPHIINN
BHERE 70 E A2 T 5 CRMEOPH TR AL T, e —
DR T SPH TR B LS 2 2 THS™,

# oW

WE20E/MIZ 37 0 EH] LT & 7= PPH & TP O &-(46
il (34, Z3f5)) A wfg s LT PCTD S 4 REE L
7o. AFESOA. MEETHPPH L CPHOBEMIZR < 405
L TE/@Y THhYy, PPH, CPH & L IZEIHBCH 1
DOE—TRHL I ELEH L, SEOAHHIT
R ON B —E L, RO ML TENRE L PPH L R)
BRTHLHS, ERFTOMLIIPPHI Y X6 0EWT
M4 hotn, PCTD (M4, WEFIS34) OS5 e+
DITHE, E£PPH & IIP & HAIOFESLETH Y,
PPHAARENZ T T Do S h - 7z, PGL A3
PH G2 5 breakthrough & 1 TE#5 L, PPH CifffT
FTHUPARE SN L5220 Hirm ez L LT
7z. PPH &NPIEPCTD &5 —#HOER CH D A et
T Xivie, AREFTERL, AR SRS TR ) o
ZiHE.  [MCTD) FFEEEELZ 3517 5 BAEOPHRIFS LM &
FEMIED T s,

2% 3

1 AR I LAasE. In, BEARKFTHRS [FURMRM
L ESE | AR MR ST EAR. ppl-2,
1978,

2) Kesten S, Dainauskas J, McLaughlin V, Rich §:
Development of nonspecific interstitial pneumonitis
associated with long-term treatment of primary
pulmonary hypertension with prostacyclin. Chest 116;
566-569, 1999,

3) Primary pulmonary hypertension. Report on a WHO
meeting. m Geneva, Switzerland, October 15-17, 1973,
World Health Organization, editcd by Hatano 8, Strasser
T, 1975.

4) ERL, PEHT Y, EE M IYEH. B8 Y
& R O S WA SE L F T AR« ST
LR RE ORBURE BT HME. BARSTR
RN - GRS B A B FEHE THRA MRS AR
W Fha ) THOETEAT @S &, pp. 18-21, 1998,

5) PRI BT 2R - TR - S setEil
AR (IUP) OEEEZEIIEHE. In. MER 3R E O
B To L EB2 T Sk, RMEERS. MW, Sk
B, pp.241-243 . 1999,

6) Kohno N, Kyoizumi S, Awaya Y ct al : New serum
indicator of interstitial pneumonitis ativity. Sialylated
carbohydrate antigen KL-6. Chest 96: 68-73, 1989.

7) AR (ER)  ERERERE TRREMREnE
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8)

%

10

1)

12)

fiE| FHEAFSEEE. NEF050, 51, S24EETFI0 348,

A ¥h o BREAS. B30 A Fibrosing - vascular
Disorders |=-2v T (PCTD®O#ERE) . WH 41: 361,
1978.

A ¥ EEHE, EMEE,
connective tissue disease (PCTD) X\ 9 & x H &
B, WRIR &L EER 27: 3,1979.

EiHTE - BIES. MidGEds (PCTD) ofEs.
e 16 : 1117, 1997,

Kunieda T : Diagnosis and treatment of pulmonary

pulmonary

hypettension associated with collagen diseases. Internal
Medicine 39 : 280-282, 2000.

EAERE Uk, BERCHEOEESAEHT 20
7y — BRI LIRFME H OB, LR vwF

13)

14)

13)

16)

17
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RS, 10 EHEEE. L)IER, SAKRESRE
&, HEY v~ FRAESER. pp51-65, 2000
EfEHE  MELEEORESREE EES v—F
J 35 ¢ 2841-2848, 1999,

ERRE  ERMMSOEE. n SR BT O
Mg, 1998-2000, RFEILAE, LA MR, pp. 279 -
282, 1998,

ERRE - EFRET IR 2GR & 2 0R
W.OMmE &N 9 493-500, 1999.

Von Euler US, Liljestrand G: Observations of the
pulmonary arterial blood pressure in the cat. Act Physiol
Scand 12: 301-320, 1946.
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T M e SE AR MRS & L FE (CTEPH) (21 %
TR A7 ) — (PGI2) OattihE

AT LB AR
£ &H -

fE AT i

ITL®IZ

FOR CIEPGIZEEPPH T T { R IELIES . BRI
& 2 VL PR TLUESE L2 A 0F L7 R i 8h A i 5 1
HIEZBWTHENTHD Z LR S TRY | PGI2
DR TR TR L LB M AR & U LT B RN E
Hiptiil LTI S h-ooha" 9, —F, Bk ER
MME ML EAE (CTEPH) (XM MNBEE A G 0 THh 5
ZEFI BTN AR, FHHGERE R R D
BlL{AAE L, FROLIT I E TORNBEISEICENMET
AT FOLSIERICE L TH LV RS
FR b E | holiEdEIEZ S LT E RIS PGIIEE
(R O e OB E O EEM A H B B v S S
JCIZ, FORRFOE & LCCTEPHIZ A 4 PGI2 g
MBS DEMNRIZ S THRFT LT,

R EFiE

KPR T9994F 72 £, 20008 F T2 BBz ARE L 72CTEPH
BIF TEITEH T HRNE2E, LSH, EE129-~TI
R Td -7, CTEPH O EBWHIMEt 12 4 ki
DR T T AR DT o — R, ML
F7T AREE, MLESEERELEHY, BE4E%E
TREOBERE o7, ERET & L2410 BRIk
Mie&E80, €0 BIFTIIN—T AT oFay I
FEEMETH o7, THE S LT 2fic Warfaring, 6 /10
Beraprost, 1fliZFurosemide/S i L35 X T vin, b
oflioG STz, 70, 2RI TFRERT 1 v
Y= AIN T,

BHNCA T A=A Ry SRR ETRER
fTofe, FHTETENERIREL VAL AT 7
FAT =T AT Ay ha = b R A
(PCWP) | WEIARIE (PAP) | HEET (RAP) | ([ f%

HAL KRR AR A

e | MRl E
®iE E =W HT
W Ak ®EH

#CH ZAEL, BEBRLVEALEZELHT—F
WA= AL 0 RME (AoP) AAE L7z, F Dk PGI2
ERLAT =T AR —ARLG U DFE e TR
LisERsa L7z, 5 FRIT2ngke/min L 9 BA4E LK
10ng/kg/min & T154 7 b (2 2ng/kg/min S B L & 5
B TMATEENE 217 - -, HWARIEH, miTEnme
B, LA 2 O Ml A B o IR S R A Y 1k L
THRNIHE ARG L, PGRESEA 2 b o—L
& LPGIR2E KIESIF & i fTEIEEFHE & bl L PGLR2D 20
PR ERT,

F—F T LA TR L, SR E T e 4Rl
paired-ti % KV, P<D.OS%EBEAFFMETE L,

B R

TH| > CTEPH B PGIR2OD A R OWEI 2 T~ 1= 9
BRI CIT e T e b o= R T TR AR2AILEIEM D
7= 8 PGI2%: G B A& Snglkg/min (o TR 7 L7, M{TENHED
Zibid (£ 1} | PCWP, RAP [CH B2k %x idsh 7
M-ofz, T PAP (T L S EH LA E TlEAk
HroTz, FE) AoP (R BEFMI97.4 6.5 mmHg X v Bk
85061 mmHg & & 7= (P<0.01) | ClLiXB{FEi2.5+
O.1L/min/mé 1 W A& 3.5 + 0.20/min/ m2 FH9Hn L 7
(P<0.01) ., [ofEr (HR) IZRTFITE0.7+6.0bpm t 0 £
Ttk 902 = 59bpm & RF L7 (P<0.01) , A5 HEHT
(PVR} 1 &{517876.1 =282.1 dyne - sec - em™® L ¥ {4757
%6110+ 151.2 dyne « sec « e 2 (IS FEE %7 L7254
BB S Aoz, PYRIZE L TIL30%L, Fod
EFARLULEMNE 1 FloiChote, T
(SVR) (AR 1864.0 +174.5dyne - sec - em™ ) & €145
% 1089.3 £ 68.7 dyne - sec » em-" - {&F L7, PVR/SVR{L
RAFAT 045 £ 011 L0 AW 055 £ 011~k LH- L
(P<0.01) |
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#1 POREEHIH O M TENERRIE O g

S5 3k

1) EHERE., PEEX. BRATEE RN DL
JERE 2T 5 PGB FHIRPTE A O Sutds L TMEIE
RIS AR, EEE R E R AT R A
FERTFCHERER A R AT R B R O T e e &
1998:132-135

2) Lewis JR, Bertron M, Allen EC, et al. Prostacyclin-

induceed acute pulmonary vasodilation in primary

pulmonary hypertension. Circulation 1982; 66: 334-338

control PGI2

FHEIARMEAE mmHe | 9.5+2.5 9724 NS
FEHREIIRE moHe | 46.0£7.4 49.0£6.6 NS
aEE mmHg | 8.4£1.0 7.9£09 NS
EHEME  ombg | 97465 85.0£6.0 P<0.01
R aE - bpm 80.7%6.0 90.2+59 P<0.01
DIEEE Lmin | 4.0+04 5.8%0.6 P<0.001
MREL Lyminm? | 2.5%0.1 35+02 P<0.01
B EIERL dyne soms | 876122821 [611.0£151.2 |ns
(KMEET dyne-sioms | 1864.04+174.5|1089.3£68.7 {p<0.001
iz Sink=Ei: 2 7a 0.45%0.11 0.55+0.11 P<0.01

T+ @ NS: HEEHL

=

AAFFE TR EN-CTEPH BF 120 L TOPG 1200 2t
SRILTOILLLTHD, PAPICEEREE LIS
AR IET L, AoP IARITIKRT L7, Fiz,
PVROX FHEBIZCODHENM % & 72 & LPAPOEENIZ AT
HERB LN 2ot bt Bbhi, PVROZEL LY G
SVROIETAVAE < PVRSVRIZHEIZHEM L, ZhbH
OFEF TS, Beraprost ZOFRE QR 5 FiZiThh /s
AR TR LA, PCROAMTHEIIMIE & 1 i
Bl L TOMEREERARE NI &R LTS &
EZ LMD, RHROMESISEE RIS L 5 ME L FE
a4 PGROBMAR TLIRH LA TVAY, SR
IR BT REOER S PG IZx 3 5 RIS TH
B, PVR 2330%LL & T LAERIIIR DR TH - 7,
CTEPH @ i & IfiL = b He g sR#R AR 0 Bl Bh iR A% 5 B b L v
WEOHETLSI LN ERETH LA, eI gS
FU7- BETEAT LB B L 4R U 7 AR I 0 B R 7 W B TR
BEREICBITT A Z &b — W SRS 5. REYE
B9tz 4, CTEPH @ B7FE ML S = 33 » T ploxiform lesion %@
PPH Rofih o> — R ML ML IE & AR OELDFED HH T
VWA LA, PGI2EEPPHR=F ey — fifh i Fidi i Ll
TEIEIZ B\ TEME R CMTEE DS EN A L RVE
T L EHRS CARER, MITHEOKEFNGLNT
WA RS ZHCECER ST & IO METEERER &
Wi iR b D, FREPCROESSHEEAREIE
Fo B MU IEERMEA 7203 T < e 2 R L S 4 7 1
R, igEeY =) LS OMmEERE SRV ET Y
BT G CPERDERESMEF L L TEETIIAW
MEHERE IR AR o s OEERIICTEPHEA
HUTHLEMRG TITAMBREELRIUEDR L
Eh, SEHELBHNINAEBETHLLEE R D,

3} Robyn JB, Lewis JR, et al. A comparison of continuous
intravenous epoprostenol (prostacyclin} with
conventional therapy for primary pulmonary hyperten-
sion. N EnglJ Med 1996; 334: 296 - 301
4) Erika BR, Diane K, Robyn JB. Long-term prostacyclin
for pulmonary hypertension with associated congenital
heart defects. Circulation 1999; 99: 1858-1856
5) Humbert M, Sanchez O, Simonneau G, et al. Treatment
of severe pulmonary hypertension secondary to
connective tissue diseases with continuous IV
epoprostenol. Chest 1998; 114: 80s-82s
6) Kou PC, Johnson LB, Rubin LJ, et al. Continuous
intravenous infusion of epoprosteno! for the treatment of
portopulmonary hypertension. Transplantation 1997; 63:
604-606
7) Stuart R, Sidney L, Bruce HB. Pulmonary hypertension
from chronic pulmenary thromboembolism. Ann Int Med
1988; 108: 425-434
8) Stuart W], William RA, Kenneth MM, et al. Experience
and results with 150 pulmonary thromboendarterectomy
operations over a 29-month period. J Thorac Cardiovasc
Surg 1993; 106: 116-127
9) Kenneth MM, Colin MB. Pulmonary vascular lesions
occurring in patients with major vessel thromboembolic
pulmonary hypertension. Chest 1993; 103: 685-692
10) @iAER, MEE, BLE2IZ  BrEmeEek
Jif = 57 § 2 3 2 it ot PRI B 9 000 D HE MR 1
B+ ARt EAE R E R BN SRR R T A A
BEREDR 2T AR R O BB R S &, 1999
134-136
1) mifEZE. WmE, BLE2130 - Bt ERtt
Fiti e i 42 5 4 F D AR ds X VBB R RS
T A 4 i T 4 AR R 35 T BB BRI EE RT R BE R 3l
TR BRI L EERERFFE8iE 2 2000:196-199
12) Mark WG, Bifeng G, Norbert FV, et al. Pulmonary
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prostacyclin synthase overexpression in transgenic mice 13) Reza A, Myriam W, Simonneau G, et al. Lung perfusion
protects against development of hypoxic pulmonary scan and hemodynamics in acute and chronic pulmonary
hypertension. J Clin Invest 1999; 103: 1509-1515 embolism. J Nucl Med 1997, 38: 980-983
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TaREYA T ARG TEACLD
i w3 ML S D 1A - TE

Xy Em e EE

[FL®HIZ

IS il v LTS (PPH) i, JR KA oD i e ML AR AE
MEHELTREEERE L, £ EETORB TEIER L 2
LEBTHLY, BEMHFOMICP PHOBEE LTH
fEMEERSBRE SN TE R | Zh ORI
<, AR DB A LB L LY, i,
PPH |3 A5 LT u RS YA 7 U (7o
2T /) FREFFESESEA SR, Ml EEPUE O
EMTHRONBNRESNEY, LirL, ZO7eR ¥4
A7) RBIRRRTEAEE R TR nE L L. EA
ORGPEHETH S, EFHEHENSHETHLIEORME
ALIFET D,

W, PPHEE THEANKNM T w2 & 7V - DESE
METFLTWAZ ENEE ST, il corna’r
oA 7 U oA ukEES#E (PGIS) DT ASPPHORRRIZESG
LTWAZ EDgm-TER T, SLICHKENT &
12, PGIS R 5 v R Py o AL, KEE#ETIZBW
THEIBWEZ RSN 2R a7, ZhbD
RERE, B~ OPGIS S B {3 A il s M iR
HRCHHATREENH D,

HVI-U v — A E 13, HVE (Hemagglutinating Virus
of Japan:Sendai virus) OfEGE2FIALTY R/ —A
WL ABETEAESHA I LAAETHS, HVI-U R
V— WIBIEFRBENBRIIT T S VA AGIZE DD,
MG EM, FURMAMES, SRR S L AETH D",

Z 2 C4EL Foa iTHVI-U R Y — AiEE VIR EGE
FIPGISHEEFEAN, T/ 7aF ) MCT) T &
Wi EE R 2 A0 L, B THRERESE L0000 %
L7z,

MREAK

1. &
HEPEY A A M —F v 100 ~ 120 g &2 v iz, PGIS

F SEIRERRN T v & - DR IR ER AR

WA X B OEX

DNA-HVJ- ) iR Y — LSRR E T2 hr— s
& —Z WA, MCTE7-130.9% 8 &A% —Fl% T
H 1L, - TCLATFm48 (32/C) CoRFEIT7:
MCT 5 & -~ PGIS #{5F# AR (MCT-PGIS, n =
8) MCT Fw F~may b —aAy % —8 AR
(MCT-CON, n=8) , E# 7 v - ~OPCISBETEAN
# (NL-PGIS, n=8) . FEF v h~D a3 ha—/~
7 & —BEARE (NL-CON, n=38) , £zl ox% 4
A 7V A ORISR ERERFT S o HIs B O40[mo
MCTZ o b %7 L7z, THEITICIT S HI224[LOMCT
Zv RV,

2. PGIS DNAGHHVI-U E v — LA

CAG F1u1t—# — % i&03E 75 2 T FpUC-CAGGS
MHXho [ ~PGIS ¢DNA®Hind Il - Bam HI fragment % 5
Zrin g pUC 7 PGIS % {ERY L. 7o, HVI-V R/ — A3 viral
envelope & RO ISE MM A #H L AERMICHE L/ZHV]-
AVE-U RV — AR BEHEOTE {FERLEY, Thbbr
5 %3 FDNA%Z U VIBE, =L AT e ERfMLTY
W LBEERTD, ZOUEY LR, BARTRE
e L7-HVI & BT L THVI- U R v — b & R L7,

3, 7 ha—i

Ay koL EF =L (B0mg/kg) TREFRE ., KUEYIE
L. FxFLwhs—74 (PE-50) #EFEDRE I~
#e . & FH00uL B PGIS-HVI-U B Y — A8 4K (100pg
75 AL FDNAZEEH) Ef-idarhbe -~y 7 —%
B L, 2OE#HNG VAL L—F— 0 T305 [ O
WEE ATV, BEICREERS L, B HEA24EF
RR% |7 . B T I MCT60mg/kg 3 72 130.9% A B A il
KA —E TS Ui, FO%IEEH208, 1217 B EA
1204 R ) o0 Rl S 38 O K2 B TN AR A B
[ i B
BIGEAZ2ABICITERERBIE Lo, v oyl
& —/ (30mgkg) THEE, RI=F L7 —7
A (PE-10) % ARBERARIZIR AL CARKL. 5 BIRE O H
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