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A (PAEC) 2 = (2[R B AR 1~ 48 i A0 A Pl St 28 0 A
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PASMCOBIFETRHEIC T T BBV THRF L. &5
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TittEBROEN D6z, iBiREEE. + 0305
A e LT, MAEHRES LOMMnE Nz o—&
(IVUS} #{i7z-~7z. PHOZWIL, WHODERICHE
BB E 25 mmHg % 18 % ZR8E S L7, REUE S
HERRE S LT, A a A b — MGl /e, &)
Wikt A7 2 S3pAr, Bl « AR O3 ERE (A-aDos) |

BRA « KEERAERKCOERTE (a-FrTDeo) A IE
L7, FOft, mik{bFRER A TR0, miFaiss
Ml d & LT, L CRUSRNPHLER (5
RNPIUE) | X hicff 7 o7 ) w5 RlE L50%0 o
e REGEE LY, REREN CHKL-6ORES
Thol, EFlobad /—BHROFEIZDHTHRHEFL
fo. HPOZBWNT -2V Tik, AMicHi ANPOFERTERE

Lot REFHOPHORZE L, MoBRKIIZ LTk
IAPHEMTEAT A Z b anim, =71, i
HEE S OHE - 3313 2 R A O PHOBENIZ STk, M
Ha &2 OMERREICERT ZPH TR L 4 hla ks
FIE (PAODIET) BIEE LAV Z & B L UMEREIC
L DLPHDOEFHZRB L T A D & 2R MzBRA LT, i
MEMEPHTH A 2 L D3R T R & Uiz, FERH
DPHE ¥ -~ - BEFHE10F ORI, R8s F~ b—
7 A (SLE) 34, B&HEREMER (MCTD) 34, &
EPYERE{LAE (SSe) 267, BMERAEI Y v~ (RA) 144,
A PRIV Td -z, BRUHEM PH T 8o m
EReMERINI L APHEL, B gt s 4 5 A% X OYHE)
W& R % M7 L CRRa L=,

g R

1. ERERFIICHHPHE I EEM L O &6
1) PPHEUPDEHE (7555, Bk

(EASEF O X TE AR L, TIPSR
FEHEA- 7= L. RIFRIC A A i 5 T o PH A58 2 REA]
T D, "ERNEERFOERRM A AL, PaO,=43mmHg,
PaCO,=34mmHg OKBEHRMENH 0, HEIRE (FH

— 173 —



) X54/29mmHg (40mmHg) ¢ HEIC EHE L. OfHH
B (MR X 3340 -min~' (2070 -min~'-m?) L
EE7LE, S EFLL12.0RU {(mmHg- { ~-min)
Thof, FEOBFENE G2 —RER 210, Wi
BEMRE. EWRM A AR &MY A2 OIE (A-aDo.y,
a-ETDco,) OFREFHEB LR LIIR LT,

b
E1 PPH & IIP & (755 . Bit) OEpEs
=
EA L OEAMMRAE RS A D D, FTPIERIEIR O 2
K, EF2230BYNSH D, CEREOIK (HEELR)
BILID,

e LRE T

B2z ®\EHETELTo—HE (EEEW) .
ELLAERE RV) OERICESAEE V) OEHERA
b,

F 1 HEERRA . BIARMLY A R OV A RBRIREE O R
HIHERE (755% : BiL)

A B OIE FO6 5 HR
WVC 81.5% 76.1%
wTLC 87.1% 86.2%
%Dl CO 29.7% 16.8%
Yl CO/Va 38.6% 21.1%
PaO, 38.0mmHg 43.2mmHg
1PaC O, 34 . 2omtig 33 8mmHy
a-aD0Oy 78 6mmHg 69.0mmlig
a-gT DCO; 9. 5mmHg 9 Gmmilyg

a-aDO =M% - BIRILO, 53] 142,
a-et DCO, =TIRML - L HPE A AAC O 20 1HE

2) PPHXUPOSHE] (715, Lt)

FEHFCRISEMXBTREL X 317 L, ¥
ITUVE AMEREE S 4385 5 L FRFCER 2 OIERG S
DEFASOEHEIAETH -, MECTEE 47T
A, BAIRIRMEIEORT R T, PR EEEL - -E
#THH, BN OBAR M R L, Pa0, =
53mmHg, PaCQO,=36mmHg ¢, a-aDo,iZ34mmHg T -
7o. BWFHLTa—RET, EWRLZEE (RV) DR
ho, EE (LV) OFHFRRARLAL, LR
2 (TR) 2324 %0, SRR EAPRVs-RAs)
i180mm Hg TH -/, #itEhif(—). HFIDNAHHK(—),
FLRNPHIE(—), RAF A M(—)Th 4, LDH 341U1 (I
BAE100—225) L & KL-6 1720U/ml (IE % {# < 500)
CERL R ATRLE, BEOBRRICERNMET. (K00
$E, |l & b ic T LT HIRICRT L,

B3 PPl & 1P AP (T - i) OREHEMS
H,

BRI O AR (L 230 3 LRI EA A OIEK

BHOVEEASOER (HFEEXFR) 55,

E4 PI&IIUD‘%‘?‘?J (1 : ) @%ﬁn
WA RMEEOHMRTH S,
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2. BEMAMEPH - PPHO LI

1) M FaRaE

PPH L [IPOERF4], JREH OBRFEPH, B APPH
DIFOT T, HEELERIAE SR 2, KOITRL
Fro BBIRSHPEPH & PPHOMERER 4 (BB OHE, T)
Tit. A PPH 30 A hOLIcIEBARIC 2 < Lok
PPH £{EOMEEE - =124 THLIZL b S
FLO30RR THRIERIMIC LN BV D ST, Th
HBEUEMPH TS R Th -7, X 5IC, o CriPPH
DORIEFZORROEHBTLI>OEY— 7 B¥HBE - LT,
NHLBEBEEPHT S g TH o727 .

PPH & 1P & - {3F{7) o0 S B 4 FE

6
4t Ox3m
2 n
& A3A
2}
8B %&=1:1
. [l
2R 8YBERE g
o o D €L f] P Li=]
— od [42] b uy o [
BWFEER ()
BIE R TEPH 1047 o S0 5 [HE FE
6 Clzom
| FRR"
4t
. A:%&-1:9
5
B
z I
0
w 7Y v w3 [%,) v w
Ty oMo Y ow e o o®og
(X=] (5= fX=1 0 w w0 D
— o o -+ [ w0 ~
DMHER (7))

H APPH 4745 > E g R 4H [
Ox3se
| EXPY

o] ®.u-1:24
&
e

-15
16-25
26-35

w
W

86-

wy
3
o

56-65
66-75
76-85

0
o =

BUEHER ()

5 RO O

F2 MEELFEH

fEfi (R i (¥H)
PPH &11P &N 6(3:3) 63.7 & 181 (27~75 M) o
.
WEFAOEEMEPH 0(1:9) 40.7 + 16.2 (24~67 &) du
A PPH 47 (14 :33) 34.9 £ 14.2 (15~74 )
*p<0.02, *p<0.001, FHEM (R) £18D

2) RIEFFHETORY

TR R LA O & O S 2 Tl A K
3L, REARHOBEEHME PH Tl
(ANA) BEMERT R 100% OREMT R 5, A PPH
TH23% Ch o7, ES o7 ) o OREEE (509%LL
L) 2B RSIEPHDA0%T 25 40, B APPH X3
% Toh iz, HIRNPHUEOREMIIBRFIEPH CIE30%!2
Ronichs, RAPPHTCIEA 2% Thot, SHIT, -
A 7 —RER L ERERR YOS BT AR e E4C
R LT, RERHOBREEPH T LA/ —IEk£60%
OEEG TR, REPHREEILI00% CRO DIz L
T, WEAPPHTIL LA /- ERMNISBICR LR, HEF
FIRFENRRICR LN D Z LK L, RBREEN
BE LT, PR S D, RIE S o T R
HEE (50%LL LM v 50 ERSE D
BT ARETRIRE H O LEE L,

£33 SEFHRE OMIE L 7 O BISE

nEFO7Y0

oL WREE (+) AEHR HRNPHE (+)
PPH &P At 8 T 7%} 0 (0%} 0 (0%
FETADBMMEPH 10 10 {100%) 4 (40%) 3 (30%)
&A PPH 47 11 (23%) 6 {13%) 1(2%)

®a4 LA/ ER L REEIRE ONEREE

o] LA 4 —TEHR SRELIAR

PPH &11P & 6 0 {0%) 1(17%)
BEEFAOBERMEPH 10 6 (60%) 10 {100%)
ReA PPH 47 7 {15%) 15 (32%)

3) BETTENRE &/ an T

PH O HIRAER ORS00 & LI BEHMEPH &
% APPHDKaplan &Meieriklz L 5B fefig 2 X6 1w L
7ro BIESIEPH & B A PPHD 77 iR S THil LT
Vo, P IIPHAERROERLFIZ A YR CERE 25
FTHRTFRDERTHD - L8t PHRMEER O ML
TEMEA R S IZR Lic, BREEPHILFEE N H D Z &
X0, RIS s, B ENR
PHIE (PAmM) (3 PPHICHATHEID (p<0.005) {&{H
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AR Lot DRI (CD) | M EHEs (TPR) o4
BELRDT. PHORER) L5 5 L PPH & FRIZ 208
T L TROERE E D ZERH LML 25T,

1 — BAPPH
ceer BEFMORRMIEP H

I S e S I w vt e A
REFRFA LD QTN

BB mKAPPHY:ERTHOBEEREP HOMEIER S

Lo o EfE RO e, MEICERIRS LA

Ly
= = .
#5 IliifTEEED ks
A PAmM clr o TPR
PHORE (MEEHAR) (mmHg ) Gemin om 3| Cobig =1 o)
PPH &11P S99 43 49.5 £ 7.2 (210 +025) | (139 %29)
WEFHOBIME P H 2 403 104 4 2.45 £ 058 128+ 73
RAPPH 4z s7s 2159 4 | 225 £ 064 183 ¢ 74

PAM= BRRTEE, C| = LAWK, TPR = #RLTEN *p<O.005 ¥H + 18D

3. PPHENIPO & B DF MM R
1) &6l OFEE

PPH & NP O &R 2 L ARER O WmId&R 2, Moo L
VR L, BERMAEPHES L UMEAPPHIZE~THEICHE
BT o7, FERDMTHD e, BEREPHE LU
AN PPH OFRE— 21— LCERTH L0 -
fo. MERNC A5 & B FBCCHEETER LT,

2) SR OREFENRET ORS

#F3, AT L L, AR (ANA) REIERTR
(Z17% THh o780, Sl o7 ) o oREEHE, HRNP
ik ORI Y e That, £ 04/ —HH TV
0T, SEEMREONEEEGLIT% (1/6) Ik
Warhaol,

3) AUHPIOMLITEIRE - A TR

FHIRT IR, MmiTEEEL, PAm, Cl, TPR I
1o, BAPPHEER IR -1, PPHEUPDAOHAIO £
MFHIL, SFLFEORESEEIFLINOIET THRA
PPHL » S B ZET 2 AVHE L7,

4) BHHROEER AT R
PPHENUPOGHFFIOEEBRE AR 6 1T Lz, i
EE (% VC) 11 72114%, £1SD MEEEF L, 1§58
(FEV\%) 1X79+11%, ZI1SD & idiFEEEENICH -7
A5, Hii#EES (%Dico) (24 +7.9%, T18D LHRE D
ET&ER L, £, PaCOfREGER A PaO, K T
Heh, a-aDo & a-ETDeo T DR ABH LN, £
OIEA, LDH® R, KL-6OEMH A LHY BR L,
Fi, BEE LT o—ETH, EEREO= LRSS
(TR) MR, 4BEETCENT2H09E, T ISDOTR
BRON, BT — NP FRIGERE N9 EEH T
BlE L7 = e BT ZE (AP) 1X 71215 mmHg, *
ISD & ERA: EH %A L, MERIKAEIIE DEN 42 1
H A& mg T HF R T 7z, PaOBILE LU PaCOBIHE
FETIIRLE,

£6 PPHLUPAFIOEEEMRANE

a4 mEN (EH)

#VC 5 72+£14% (54~879%)
FEV1% 5 TEL11%  (69~979%)
9%6DLCO 4 24+ 7.9% (15~32 %)

Pa02 € 4} + 7.3 mmHg ( 34~-46 mmHg
PaCo2 [ 32 + 4.8mmHg (25.1~37.1 mmHg }
A-aD02Z [ 7' £ 12mmHg (54.4~81.6 mmHg)

a-ETDCO2 1 9.6 mmHg

1DH [ 314 £ 51 UA {229~370UA)

KL-6 i 1720 U/ml

TR ( /4) 6 2/4+09/4 (1/4~3/4)

AP 6 7%+ 15mmHyg (54~96 mmHyg )

EHE1SD
z =X

1. e HEs (PCTD) OfiE
MEFOSOSRE ) O 34EMNIZ I » TiTe b - BEAE fHERE
BOTEREMEN S LR | AN, HasEGPPHAT
FEOEEY THY, FOIFELNLIBEH O T3] & BHTE
LIS AuvbhTvd, REARHOPHOREI B 5]
Bl LT, PCTD {(pulmonary connective tissue disease) {%
FTCTRT LS, ZOBROBEOESRELEILL ST
HEEXAIZEETH D, OPHEAEZETLI LEDR LD
TETEVOBRENZ D, AT, B 4 M ERR
5T D AR OME & U L 5 [Zconnective tissue T
Ho, NE{Bhok Xk iihi 25 R MEREMEM %
(IIP) & PPH &\ v 525D, FOMED E &R
T Lo TRAY , HEMEES BIP, MllE &35
HHEPPH L 72 3, EEASEAITT CI YKL 9, HPLPPH

— 176 —



PPH X IIP D & HE4 O PaO,BI$EE

2% % 88 8 8 3

m % in ® ~ ®©
Pa02 (mmHg)

PPH & TP & 5147 O PaCO B &

3.

2

g

]

o i
(¥l
o

26-30
31-35
36-40
41-45
46-50

51-

PaC02 (mmHg)
E7 PPHZ&PEH:F 9 Pa0.5] & PaCO, B3

ONREE, B TOEUEER THIBRERSCECR
P RIZ 2 B D B E AL I U 009 28 % FH AL Fe
LT, SRR, TR, EE, BESNICER
TALBEEEREINZOTHS, Z0L8 D ITHEAMH
IZWEE Y, TOBRLETSEICHBIOSRESY | B
f [P L R OETAEY (CPCTDGIES X W S 8%
HFHEOLRATWA, EFORIT"SL ST, PCTDO W
LRSI DWW TORTEEEHTESIIRLE. ¥

BlX, EEHLZOEZ R RRLZHOTHS, PPH &
FOHLEOKRE L L TRBESHMEPHESH Y, NP 2L F0
BilloEi r L UBREHEMR%SH 5, PPHEIIP
LB RS ) BIRREER & O G| 3
WREAH S0 T AR Y X, Z o, BERE
RO A7)V TORESEFL TS0 T, 0
BEEMEREE LIDHERETRE, BEEAHE TS
DO—ipE, BERERBICA-TLE 2hvb LA
Vi, [EEEE Z 5 v 5 GRS 2 RE T S HiziL,
A LA THPPHE UPOHESHHFIAFTE LA thid e &
e BISRYEPHO B BE G-+ ¢ Lo s i EAERT &, & i
PHBER ROGMHHREY | BESTLRETHS, L

&7 PCTDlVvHEZ T

ChBELHRLIOEIATHDIY. FROFMELTRREBTELS.
PPH £ 20O NERE RO BRLICIIHBLTOUIRATFHELHEN
2. ThoOE{LERIEL T pulmonary connective tissue disease £ (15
FAAERBLTHED, CHRPPH QOREOZASY. HRKICHEEES
T53H0OTHD, (RIGEY)
BM53%3A L HE
( BEARNTEERRARSMEEREARH HEMS2EEER p2:
I. @A~ =MBRIEBREAM.  3) &£V, )

# 8 Pulmonary Connective Tissue Disease(PCTD) 320

1. A 41838 LHE
Bl $13 5 Flbrosing - vascular Disorders (22T (PCTDDIMIE)
EE 5 : A 41: 361,1978.

2, WIRETEHE 27 818 BE
W& IELE pulmonary connective tissue disease (PCTDY 0D %R
Kb
k% SR SYEH 27 3, 1979,

3. pRlcE 87 BEE
SRR (PCTD) ofts
EHEME : PPR16: 1117, 1997,

WELE BK
FEBTS ¥R

METE =K
BEEME WA | mNtERER

RERE »Y EBRE Mm%
WEXE HY M=XER Y
yE 3 E>u 33 B

WERE L LdaES
MR | [ BRI

B8 MiFEoHRE (PCTD) oG

2L, MPILREEIE VO S PPHIZ A 720 o0 T, mE D&
BlZ 2T OO TNETH D, mﬁDmmAi +*:
7777 basket diagnosis Th Y . FOREIENHB T TO
MELLET DL OTHR, FNLOSLAZHEES
R T, HEGRT & WIRGRSITER O v REHE % R b THiE
BEnZLOThD,

2. PCTDIRIEDIRHL

1) PPH X UPOS G0 B 2

PCTD L&A VBT 5 5 12iE, R4S & PPH & 1P
OEWBIOFELTLNT 20BN S Y | EFTRVMIC
T, PPHEIPOSHHAH L TEE, TLT, “h
FTO20FMICOHIOBRF A HER LT, M2, Sl
7 EOBRWRE, Mg MiiTENE, s, #
HRLA 2 FfiA R T, £ ORULIRILSE A BIK < F— %
FEDHT, oLz, &I IOEHEFEOHEBEB TH
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ZEEA PPH, JREETFH ORISR PH & DR %47
ot TCICHE L CELL S C, BIURMPHIZ S
HEETDZEREANE LY, BRI A THERARHO
PH, {8~ 7 a2 ke 2kt PH 35 L OMBME T 7 o i %
M PH ORI oD 2 E Rl E 72", 07
W, FRETIIZIOEEMECT S, "REAHST
PBRIRIEPHARF RN G & LT, 18~ 7 & Dffiife e
TEIC L APHERRA L Z L %830 Lis, ZHETONE
725 PPH & PO G (F I O TFFIZ PCTD O HEE A RO 5
ZEEFBEHLTS

4B, WTW&%F%%#BL%LT@%R&%%%
[y . (T, BERICPHA ST 20 &0 5 BERY
ﬁ\&%%kabh%‘ M. PCTD kv d L& L3 s,
ERYPROT L THLH, FEMEA LTI R LRV E
B RAWohEH Y FOMEAF LTI R < TA
7o,

2} PPHELIPO GHFHA AL 72 B

IMERIEE R THELIFZ THY . PHRRIET D
ICIFRAGHNERORERLETHLY . -, TR
X E D THEAE 0, Z0FLETThEHiEROIT
THRELELNALHE, T LD TICEHEXREE LOMMEH
OB &, RIERC ﬁ%mO\rwﬁTw
HoHhd, 00, FUEESMNIZETTLHE LT
¥, HHHRHELE T early stagei” R H XL A 743, PHidlate stage
ZOFEHIN S Z 200D, ZAEPPHA L &
DHEBETHLES,

3) BEURTEPH & BIRREREE £ OG> T
IR TPH & R HERE D B 013 8 5 Z & 13 BRIZ R~
R, TOBREREERT D, 6 28 %ELAE
(S8c) , 63g%, ZMET, &9 IZAIEF ORI HEAMXEHE
HEHhos L, BRIGEMESEMEEFT 5L £i2, B
JAMEPHE &0F L REHITH D, ZELAMEREOEINRD A A
i1, Pa0,=54mmHg, PaCO,=31mmHgT&H Y, FRE/AK
BAFOIES A DL, FRERHC PH BA b, HiLh
FTT AT LIE DA, MBIARE CEBE) T
65/20mmHg (35mmHg) Toh-7-, Lma—iEILVE
EOEFERLILK AR X AN EQTEHER R R I N
Too BEHTHIOL I ICRBEBENFTROS2 G
T, BREEGITL WA OGS Y . BRIKMIZIERT AR
Thb,

i

B9 BEMAMNEPH L BREERE R 5 o & 55 0 RER
Wil TE, %&@kf(ﬁm)&ﬁ 7Pk,
E APENRRMEIE » DREEOEN R RBA LN
A, EE25OENLALND, EE450ERIT
HEIERIZEAFHRTHA,

4) PCTD% 4R — 4 554

W, PPHIZH LT T e 254027 U (PGL) OF
IRNESRA (7o—F ) KL 58R AR 75
ERERIGE S L TEAN SR, PPHOAEM TR 5 &EH
T2HOH5T, 4 A TiQOLE L ET 2 NRATRRE
S LUTHSM 2L -7, —ok28EE L
Eﬁ®£$WEﬁﬁﬁﬁgk%§Ut%oT%kcT&
3t PPHIT#E %@ﬁﬁba%&mr%#ﬂﬂﬂmg

T LTVt RiGHEO BRI L &%@zréf
Téﬁ%ﬁ#%ﬂéiiﬁ@otﬂHmﬁ%?”ﬁﬂﬂ?
L7-fEFIT. ZERFIZIEA &I PPHLSA OFTRA 2 <
o FOEBICHEIT T H B EMEMRASE Z > T 5 2
PRESNT-DTHDY, PGLORHFRH &2 F X ih
LAREZ IVIFTZENEL T TRV L0
DL BRA RERPBEREI-TNANTHD,

3. PCTDIRIBICH v SHBEM

1) {EREMEMMAE A (HPV) L rdfilss

PPH L LIPO SO Tix, FHRAEMBELESFETD
2. FABPHORERIZARVE LMV IRENRFE DL,
HPViZ, Lif LM EAN CEBENTEYIRALL T
ZORMKTHES, TR, MIEEBELE
(alveolar hypoxia) OIEMEAHRD T AEITH S, MilE{E
BEFIEH B W iR RREFEIE & 1 D I LTS TR
HEETHIN, RYOHE CH S, von Euler,
Liljestrand“ M EBRIZ A XM 5 L 22, BRAROEEERE
WA ETHB, ThbBMAK (A) OEDE
(PO DIETTHY . BIARMOSTE (Pa0y) Tidion &
W DL THD, B, PAO, IXBIE R (alveolar air
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equation) TREAN D L 95T, PAQ=PIO,—PACG, {FIO:
+(1—F10) /R} | FIO, =W AR OB, R=H AZHIR
(VeoslNoy) T d, ZORIMOEHTL, MekTh
BTEELRTH S, PAO L, PACO, 73PaCO. k5 T
WD e, PACO,=PaCO, & LTEHETRHD Z &
BTEA, REFCPAOE T THE, ZFORErOMhm
AL E AN, O AR T A AR D
DIZPHZIE -T2, LU, PACO{E TAs2fifilc
~E, WERED FR M LEPHERE LT 3,

2) MR OAE (PAG) OIETA E-4EE
PAOit, Bl L o, BEERET TATAE, EER
EFTHENRDBATH, BEATIHET LAY, &
BN TPAOIME 970 O, {KBEOA WA L e
Thd, FRTHRETHE I THS I 0, fx DR
TEMRIL O (Pa0y) PMET A &724 2 L3 8 HEIK
TE<BBEITAHLEZATHLSN, PAOMOEKETHREHA
W kAR, BEBRRTALNZPAO.CETIL, MR
AEIEN LB S 0 L Sz, ICEsIT BVAQROITT %
TR RO A B, Wik — Bk a0 O 57 HE 8 72
(a-aDo,) OEARZFEL T PAOMETHARLNAZOTH
4, ERomiagalvmt LS, PAOET R &=
Dk, PaCO s L7 % & 7o HE¢, s T idiims
%, (alveolar hypoventilation) 23Z& 5N AFFIZELNS,
Z TR A B B THPV A EEN+ 5 O, RS E:
FIEMH LI AOI, R T A, BrEASE, BER
RN SEMRRE Th 5, BEELRPAODETRA L DA
FAEIE, SR RIIE R, O, MARE, Mz
E Yo, mlilch 20 REERE A5 h 72
Wy, fE-o THPVIZ LA REIRRIE o L RER By,

3) HMRHELE (- X APHORE L RR

HIFE O T T LA T —F AR LT S i
R T BN GI ERRO#EMIC L A, FEREE T H i
FIZHEEAMET LT, RERESRLND X 90
A, PHOFRK & A0 &5, MmER o PH & (X 2E
OHOTHDH, MEHEE CHT < IIME OB L -
ThiERSEE 2T TP T8 SbhizZ b h
A0, UHEOH CIEM MY oS E N B O FERHERE /ST
TR R L2 sl b e ot b,
&0 3 TEBHNEDHD I &k, BEREPHILM
M7 YA A UG PH TR < T, g%
HREICEE T LZPHTH L S0 2 2 THHYT,

W

BF206ER Iz b7 0 R L C & /- PPH & 1IP D& fl6
B (H3F, 2Z3F) Exg%E L TPCTD O A RALL
Fo. R, PEETIZPPH & CPHOREMEIZ R < A h
LT 4~@EY Thv, PPH, CPH & LizEHTH 1
DO =MD I E BT, SEO ST
O I —H L, BOM ok TEN I3 PPH & [F
BMTHHD, RERFOESIPPHEIY 26BNV S
Wayirot, PCTD (A, MF1S34) OMEE1ET
Bicix, £ PPH & TP A HHFIOTFESBLETHY |
PPHZ: RIS T 2 7= b Y 23 7 o T2, PGL A8
PH {58517 5195 breakthrough & LT85 .. PPH TifgfT
TAHUPHEE XS L5 - ellErEL LT
#=, PPH X IIP}3PCTD & 5 ~- OB T b 5 AT
R AN, AU, BEAEHEERR TR 4 B
FeHE.  TMCTD] #f7e8E 33513 A BAEOPHIFITER A 44
RO —HThH s,

2% 3R

D) R i LsE, In, BEAEETREE THELA
A SR ) AT TR S2F AT AEAR, ppl-2,
1978.

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

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

4) [EHRE, hETI. EHE HL MEEH, A8 Y
T FIRREADN G I FAEIZ 30T M2 - Flh A
EREREORESEEIZET AR, EAER TR
B - RO DA ASE RGPS HL
R EROFMATEHREE. pp. 18-21, 1998

5) PR AR RN BT DIRTL R - BT R - RS
ikt (TP) OERZETELE In HERBREEO
Ml EE M, SAREA, RBESR, W, A
EFe. pp241-243, 1999,

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

7) AR (BER)  BAEREREE RN
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8)

9

10)

1)

12)
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Effects of PGIS gene transfer on mean pulmonary arterial pressure (A), cardiac output {B), and total pulmonary re-

sistance (C). Abbreviations as in Table 1. Data are mean + SEM.*P<0.05 vs NL-CON; P<0.05 vs MCT-CON.
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MCT-PGIS

MCT-CON

B2 Representative photomicrographs of peripheral
pulmonary arteries in MCT-PGIS rats (A) and MCT-CON
rats (B). PGIS gene transfer attenuated the hypertrophy of
the vessel wall in MCT rats. Magnification x 400,

Abbreviations as in Table 1.

Immunohistochemistry
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3
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X 400
B3 Immunohistochemical demonstration of PGIS in the

lungs of MCT rats after PGIS gene transfer. Immunosta-
ining for PGIS was intensely observed in distal bronchial
epithelium (A, arrows) and it alveolar cells (B, arrows)
after transfer of PGIS expression plasmid, which was
hardly observed in those with control vector (C,D).

Magnification x 400. Abbreviations as in Table 1.
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B4 Lung tissue levels of 6-keto PGFla in MCT rats after
single injection of PGIS expression plasmid (MCT-PGIS)
or control vector (MCT-CON). Data are mean=SEM. *
P<0.05 vs MCT-CON.
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5 Kaplan-Meier survival curves showing that MCT rats
transfected with PGIS expression plasmid (MCT-PGIS)
have a significantly higher survival rate than those treated
with control vector (MCT-CONXYlog-rank test, p<0.01).
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