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Bt X 4L PPHIF O CTEPHO BEFE T A8 A oD =1 15—
FL LD, FE—0ANEITO, MEBORRBECM
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HENEDTFT — Z BRI HT- - TiL, B A EE
HRF IS BE I SGEI L ARER G TIN5,
BERE A R 720 9d, SRR CHAEE S0 KES
THZI AT, BBE L R DBEBIIAEC L ARAEHE
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IIBPSHRR 385, PGI2IBERANMSH| & 70 o T, ETA
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BRI L AN D & D RAE & Bbih D,

CTEPH o #EtHimie R R & H Vo IC LY
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AR R A & B s s, NYHAIVE TR L7
BT ORER & Sl L TR DN A M 4R L7122
EHRFER TG EbRG, SLINmAERETHS

FEARLI= 9 0 M A3 R 8EC 3 2 B ASENC 30 T PGLEs
FEFEOHDRICT AN E L, RAEMA oG
BHARTA4 OERPBETHE L Bbh %, 5%iL
A A TA%2Q0LIR) B O 7 B IZ IIPVRA: ¥ ORiEREER O
i, O AFRICHELHEE L TEL 0 RH (bt
NYHAIIJE & Ti2) 12 POLFFGRBEA AT L 2 LY
Eha,
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Rt AR At 55 1L C oD LB PN R R i L
EE B BRI SR W DR

W& K u BE
g RA

FEMHI

FERRAREDERE (PPH) | & X GRS LEBSE
JFUR T A 5 22U MERT B RN i o U ESE 9 R L A L B
HE, MmO UEF U VA, FENIRE O] L
Bk (thrombosis insitu) H{T SO REEZ RS 00
B R R EE O A A SHEE SR T0D Y,

1L PR R AR AR & Zediifi e e T8 KO AR 2R
HF28EH L ThA R, PEMIRORE LY O FiE
METLEIRHRE D A7 b T MR TERER ORE & 72 57,
PPH O/ e L X B BiE2 V © 7 o FEER,
B e AR ESES T ENEALND, £
PHOEALIZ L ¥ MO UMK OB EE T
Ay viowp 4 shear stress DT L 8 fe R RIZ b S
WEET - B s, L L—iRagicirin A8 1
MBEFCIE P HAZ O/ MR L KBS 2 D3
A2 BN RIMAR B4R 1 L APHE G HETH D,

e wiREY 2 Uy (Thrombomudulin: DA T TM) (3
NI RE TR AT D7 T A7 H o TiET o
oy RS LR EEER b a TS o C
OIEELE R U C SN EofnteER T4 LCE
BRI R mAET O R EETMI R RS LU
FRSEERE = A4 LA S E R R R & 4 % &
Ez oh, EBRICEEREOENMEER., SRR
EFERE, BEFELREFTCERE T2 B RESH TV D,

P-tz L 27 F ML N B AT 7> Weibel-palade (4, 45 &
/RO o BEICTFEET HIEEEN T, B o F
TP BT AEER L L ToRBEL ",
FE & ORI L AHIEMLIC I v A mIZ R L,
BR & mF W AR OB R O YR (rolling) | ¥ LT
MR OEECRES T8 EFHZ LMD, BRILETD
(CTETES A E[IEMEP-+ - & F . (soluble P-selectin: L T P-
selecting  p i A i /NI Lk SE BN R0 B PR VR (1 1 FiE

ENTERAFA T 7 — P A

e B KR B
P B

BF FOSMRERRRR LB MERTLERT
LoknmiEsn”, WENEMEEER L OmAMED
Efr e ML, EEEE TP —— 4 LTH
FITHE,

AT TR IR P R T L A A 4 PPH
s LT AEmMIE (PH) JEFNC3 W CEHMET 5 Z &
FEAE L, METMBE # MENEES L EhIicfE S m
EHREMROpIEER O T 5 DCE L, &
7= 1. 4 o P-selectin % (il & PR R [ E 35 L OMIL/ MRFE KIS
T oM R Al A llE L, 368
HOEEP HIZBWTHEAAREEREL ShE S a Rz
o & 1)y (prostaglandin I,:PGL) &% T P-selectin,
TM& B 170 RIS IE O MBI BT RE L BEIE L 7o fulin £
TER OWEZ B L7,

R EHE

PPH BE B4, R OEE T ACAEERIC
££5 2 dobE i EhRMER & )£ (secondary pulmonary arter-
ial hypertension:sPAH} SBER2], L LRGEBIZHED
Bt gaRtE 2 et E IE  (pulmonary venous hypertension:
PVH) BETESLH, B2k afEReasRERmD R0
AEBETH AR L U, e ED&RIIZEHOS
DT —F W CEY R EARE 20mmHg LI EE U7z,
PPH 3287 Hi#8 13 National Institutes of Health registry of
PPHIZ L~ /', ®PSUEF 0B kLt Fnds L UPVH,
sPAH, PPHOPHZ RS A 3BHZRITS, V—7 7Y %
BEEERS L URDITERATRE R 1ITR L, MRS
SR LT EORER Y2 VI T I MR 5 & BR L
., BN IE LEE R T O MR A & B, R RERER
BLUGLHT— T AREIE L CIEBA RN L UHE
BRIZAMTEOBRL A LEELE-.

I8 T MR EE & 37 Ao T MAIE S » - & Hw
EeE Gy HlE I CE LAY . MiEP-selectinjB 14 4 =
Wi EF o~ b (GMP-140 (P-selectin) ELAKit) % Hu»
TAE LY, FIGCERR L LEsETHT, Zh
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O OFERLAAM R L 0 fIAE S D Mg~ — 5 — &
LTvon Willebrand[H 7#1JR (UL FvWF-Ag) BLOER
FEHE (VR FEEF a7y & — L F vWF-
cofactor) | 7 rF by PTG (AT-II) . hmy
vy e 7 rF s rEaeE (TAT) | 7070 04
VAR (FDP) | M7 7 A )T 0 FA—
F— (tPA) | TR T IFR—F— A
Z—-1 (PAl-]) | 7SR /5y, a2 TT5AIHF
VoA e s (w2Pl) 2RELS,

L EoimiEh o R4 A B Tz L, $£7-PVH
B, sPAHEE, PPHEE® 3ERICEBVTHA LT —F A
LEHMERRE (mPAP) | WBIREALE, LELEs
BEL, =HmEES (TPR) | Wims#kin (PVR) %
e, LFlEEEE L oM E D LT,

Y ERS LU 2 AL EOEREE £ - rrEk 38 H M E o
FI T POLER IR AR ME L2 2 L0, RERELH
B S PPHISY, L IBINURIZ 1 5 2 pPih e e F 15l 34
OFF184 (WS4A, 134 ;35+1058) ZxfEL L, PGL
PR Lg% TO LM~ — B 2 el U, PR =
A TREIR I LR IRE AR A T TR R L
PGL % 2ng/kg/4y X O # 704G U7, BIERASETEEBA
THDIRY, HEIEWR & BN TR S EE 3580 5
NAHZET1EMBZO Ve L 2ngke/ss 288 L,
e LB 614 TR 3 o H I I TEh RE D PR & B
Mg~ — A —DEEIT -7,

FE STl T EHERETE L, SRS EITV,
FisherdD A7 BAERIE D L 0 BTEB OB % 1T -7z, PGLIA
FA T 0 b i paired t-testZ AV 7o, plE730.05 7R3 0> 88
TICHEZED D L HE U, mEF#ERET L mPAP,
TPR, PVRDER % BR54 TR L, pIEA30.053k 5
DI HEARABE S L, MBI (rid) &L=,

B R

X BRI & Post /SPHEEORIZ X TMBE I B EZESR O
Feprode (GFBREE : 4.0 £ 0.6 Units/mL;PVH #f : 3.5+
1.2) , sPAHFEQTM B (2.8 1.6) Lt BRELC F 3%
ECH -7 (p<0.05) . PPHEEOTMEE (2007 i1
o 3 ~FEICEETH-7 (p < 001 (&
1) . PVH, sPAH, PPHOEE TV —7 7 U L ARFER
L U—77 U AJRAEGIRE L OB R TMEE O
HEE LT,

[% 2 {Z1fiLE P-selectin {BE DR A A L, Mg P-
selectin AL L6t MEE (992 30ng/mL) L PVH g% (147+
74y ORI EA TR -7z, sPAHEER K ('PPH
BF O P-selectin 2[4 & & Gt BEAE, PVHRRICHE~@&{E (p<
0.01) Th-7- (sPAH:243 + 170;PPH:273 = 159) , PPH
B & sSPAHEE DR CriP-selectini2 & O B 1 B o7,
PVH, sPAH, PPHD 3H#EIZEBWT Y —7 7 U W ARHEH]
MeUv—77 Y IERAEMEE - ORIZEh g P-
selectnfRE |2 FE ST e o iz,

VWF-Ag il tBEEIZ -~ PVH, sPAH, PPH® 3£ T
BETH-/ (p<005) , vWF-cofactor ) vWF-Ag | %t
4 A LI BRI <. PVH, sPAH. PPH®™ 3 B TiL{E
BT/ (p<0.05) , FOMOFEZE T L 4 BER
ICHBLERRD T,

PVH 3 L USPAHBE L B il o TM, P-selectin
I - mPAP, TPR, PVRCER SN ARt rehieOMizy
S MBAMRED Lo, PPHEEIZ S VT
R OTMBE A IEORERIE ETPR, PYRAMEN L HF
bt HEmAH o7 (TPR, r=—041, p<0.05; PVR, r=
—043, p <0.05) . Ff PPH Bcks\ o Cimgd o p-
selectini® B A3 S {EOHERI - F30 TmPAP, TPR, PVRZAMHY
mUBE( S BI04 8 7 (mPAP, r =040, p <0.05;

®1 MBEEOT Q7 A LM ITERE

n & (/%) £

mPAP {mmHg) PCWP (mmHg) TPR (Wood unit) PVR (Wood uni

Control 17 (4/13) 46+13 ) (=) )
PVH 31 (15/16) 59110 3312 19+ 8 11+ 8 5+ 4
warfarin+ 18 (2/11) 5910 3713 21+ 9 14110 5+ 4
warfarin— 13 (8/5} 60+11 30+£10 171+ 7 8+ 4 4+ 3
sPAH 25 (3/22) 43415 53x15 7t 4 17+ 9 15 8
warfarint 14 (2/12) 4614 51 7 8+ 4 16 5 12+ 3
warfarin— 11 {1/10) 4114 52418 1+ 4 1710 15+10
PPH 32 (10/22) 3x15 59+ 14 7t 4 221+ 9 19+ 9
warfarint 19 (6/13) 40114 6312 8+ 3 24t 5 21+ 6
warfarin— 13 (4/9) 38+16 55+15 7+ 4 20+11 1710
Control; ¥ mPAP; I ¥R R £ Mean + Standard deviation

PVH; iR ARIE i M 2¥
sPAH; 2XiEMRINRIEMEMER TPR BREHIER
PPH: IS8 1% fibas i I 2

PVR; R AR i & 31

PCWP: EHEMTRALE
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TPR, r=0.42, p<<0.05; PVR, r=0.46, p<0.01) .
PGLIGHE# O X ERE (mPAP) | EfBARR & 5T
(PVR) & HIEFRANC L ~o# L Tuv/s (mPAPTREERT

62 = 10mmHg, 4154 + 12;PVR : {5#%a(122 + 7 Wood

units, IEEEIE15 5, p<0.01) . [® 3 ICPGLIGEX{T -1

186331 A PGLiSHER] (Baseline) L ig#iig (Follow-

up) OMYEPOP-selectiniR ks L UTMRBEOE{LE R L

7=, P-selectin JRALIXIAHERT (308 £ 188ng/mL) o b,

B (188X 85) (&< MAERICIKT L, £/-TMR

FECEIRHRAT (191 05ng/mL) (o k< T OFER) CiR#EE
2.5206) IABCEMNL&EST EmME L, PGL

EHEATS TOPVROES (%) & P-selectind (LI

A E A Ao o038, PYRE SR - TM DI E S
(%) OMCITEEZACHEN DY TMO EH (&)

BREVHEDIFEEPYVRLIET T AMMAH -7,

5 -
iy
E
on
£
£
=
k=)
o]
£
(=]
0
£
e
-
|—

0

Control PVH sPAH PPH
T EEREE

* p<0.05 versus Control, PVH
t p<0.05 versus sPAH

B1 4T smiErorlewra ) B
{Thrombomodulin) ™ tr#i

450 -
400 *
350 1
300 -
250
200 1
150
100 1

50 |

P-selectin (ng/mL)

Control PVH sPAH PPH

Wi+ R
* p<0.05 versus Control, PVH

B2 48cdi7 2 EnENEP- L 2 F LR E
(P-selectin) o> b

EBE R

FEFFETIEPPH 203 U@ & ¥ 28 Sish AR i & i+
IEICROTIIMEP O TMIBEEDIE T & P-selectinfRFED
DN, F-TMOIET & P-selecting L R ix4siz
PPH #Ei2 350 CMMATEIRE D EAENE & 48R L 7=, PGL%
B5 L IREIC BT TMOE T & Paselectindd F 52304
ETLHmMARD LT,

PPH & A i 4 OJRENC K 5 2 RIPER @ mE iz s
TAEMETMOE TS ST 2 8, miTERE
OHEEESHLEBR EOBERIIM STV,
Cacoub = DE™ Gt 2 WHERTE/E & UL T4 T™
PHET LT e x OMFHCIEsPAHRE L ¥ PPHEET
T E I TMBRDED -7, ZititCacoub & 11 2 et
ATEATE MM M & L CIEEESR LAE >4 L\ Eisenmenger
SEERE AR LT e oiat L, AR CitbisEi £

no it
oo »

l

\

Thrombomodulin (ng/mL)

(=] —
IR

Baseline Follow-up
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£ 100-
5400
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D
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Baseline Follow-up
3 FaRZYA 7Y iEHEAT (Baseline) X {E¥E%
(Follow-up) T rorREV=2V 0 (B) &
APt L7 F 2 {F) BEOEL
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