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+2 CCTTT repeat ENO/ET-1 ratio & DELE

CCLIT NO/ET-1 ratio F1
repeals
17-21 42 32 104 77 50 61 31 56.7
Y= ().056
=i
22-26 114 227 112 125 75 50 117.2
P=0.0004

27- 145120 173 125 150 136 105 73 95 124.7

Fz3 CCTTT## & PAH RIEE DEE

CCTTT <21 CCTTT> 22
PAHE f3f 445 145
PAHIE & {3 341 1445
P = 0.02 by Fisher’s exact test. Odds ratio: 18.7. 956 C'T 1.5-232
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DNA microarray analysis

> 1.5 fold down-regulated 910 genes

> 1.5 fold up-regulated 37 genes
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Cell cycle
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Bt MESE < £5( S MPD-Dimerl ZBIY HWHR

s ]2 o LRI Y —  HdR
o FuHEZ EERFEFRE G ¥
e AR E BRI 186D

Bk ARRFEFERRERNRE R

BIEE

BAY BRI CIsH 2 BREARIUERE TH, plexiform lesion & MSFA BHBEOEEAETFTHDH, L HOFEHE
LEGHEIT L A, TERET A T L IPAHOIGRFEEL L VR TH S, T 1T, BEAMASIVERE TO, MmfD-Dimerd
HE L, FOMFENTEROBNATT o7

Fik s UBEOASEA SR LIRS T, DEIEERRAS L UMD v — ORER T o TIERA I RIZ LT
MSED-Dimer?® 7 » b A Z{fi10.70pg/dl & L7=. EEFEAELR, BNP, #flE ik, GRS 288 L. D-Dimer LPAH &
P AR L7

FEAL . SBRMRRIZ, MCTDIR), SLE 158, SSc10f, UCTD3f, SjogrenfEEIHSS) 141, PM 2T, PAHSIHAIL
130 Cdn~1-, MUED-Dimer? 1 o A 710 Tpg/ml %8 Z 1= FEFI X126 Tl - 7. FOPNERIIMCTD 44|, SLE  3f5, SSe
3fF. PM 1L UCTD 1T, PAHEBHION Tho7= (LHUBE MR RIS, 40mmHg A _EOPAHIL10f)
Tinot-, PAHRRERSWIHCIL, D-Dimeri31.15:1.23pg/dli 26 L TIFPAHMA T, 0.52403%u/dl HEETH -7 SH(,
JHAURE(PAP), OmmHgEL EOMERF|TI3D-DimerlE1.41£1.37 & PAPA Y0mmHgAG#000.5 £0.41 Z#2-~0\ Ve T o7, &
7=. PAPED-Dimer * @RiliZIAR2 0.341, p<0.01 DIEOFHRA L B/

#ifw 0 D-Dimerld, PAPLHIMASAGIL, [GROETICAS BN SN/, 4%, AL OBE, S8% Lok
Mz X ol ARELEL b

A. DR D-D-dimer & #AEEARRE, PAHOT—# L OB#AK:
MCTD T}, pulmonary artery hypertension(PAH)? 3447 T LT R AOREE L D 0. Tpg/mIbl % B A HE L

SR S L IR TH D, £ ORIERT

IS EL, IGRGELRESLL TV iy, BRWCE  C oRER

i 2 BRI USRI Z 43U T &, plexiform lesion & fil #HRIFR COD-DimerflilORG A7 (1) . MCTD

IR OB E T Tih s, ZHOOMIESAURES 0694035 pg/ml (_LF155.1%), SLE  0.81+0.47(28.8). SSc

L 62, BT A 2 L IIPAHOEIATEE LL ETH D1, 1.13£1.50 (54.5), FOMMOERHH 062032 (30.7) Thro7=

2) . FIC, BRREEMEIERS To, mYED-Dimer R TR ARSI o 125, SSedd 1 flZfRiTE, W

ZME L, £OBFENERLRE L7, AP T PAH FEEOD-Dimerfifilifill 27 < | VS b ERIISE Tdhodz,

£l AR Y I TE e NS ST R S OHEFI ZF T AR CRIBE L A R R RO
FERAHRE L =(02), FENRFT, LIEERREOI
B. BEhEE FRHINRE T & BN THE R e o7 D-Dimer?) 7

o, ST A HETT L B BEOEA K v b 70 g/mlE B A RN Th ot FON
@l L= FOPNRIIMCTD 4, SLE 3f, SS¢ 3 ARIIMCTD 4, SLE 3fi, SSc 3, PM 1, UCTD
), PM 14, UCTD 18I T, PAHAHHI6HI TEH-7- UCG 16T, PAHABHIOHI Tin -7 LB i Zhiilh
LR, MPOD-dimer, BNP, F O —AHBHRBE ATV . IRIGERED 90mmHell FOPAHILIOF T 7=, PAHHE
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TERHACIL. D-Dimerl 111581 23pg/dli =t L TIEPAHE|
Tid, 0.52403%g/dl > (il Tdh o7z PAPAY0 mmHgZ
Z7-fEfliE, MCTD 2fA|, SLEC3f, SScT3fAl, £mfthe
B CL 3] L R FRHRME O3 AT LT, PAHFEEDR
AR TR S, warfaniniSiEZ 1T TOAER LB Y . &K
{Z. 45 & D-Dimerfs L UPAP & ORZ st L 7=

PAP & D-Dimer & ORI 212, 4020 CoNRAEOTECHRY
DRGNS, warfariniGREHO3H| & . PDE-SIAEREL &
7 o— FiERRoO Fl&bR T, mEORRA BT S &,
[Z k5 1ZR2=0.453 (p< 0.001) D IEDHEMA L HdL, PAP
P ERTAHIEY, Ddimerit HE L, iR ETHEE
AL L ASTSE XN, PAPA30-40mmHgOHE IR D
SEFIT 2120570 Beraprost NaZ S XU TL =i,
it $,30—60pg/day & 7e <, FEAMEORHEIL TE At
io?

D. ER

YR 5\ VOPAPHE = D-dimer? I OTEOFARA R
= = kit, PAHIZESIT 2 i PAH O TOE =
— ¥R TREM SHER S 7. D-Dimerid, it
HRRAEDE =7 —Of R /efiti & LTEN L T,
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FEWI% < 13, AkalpRepC, B IET LTV HAER)
b4 <, SLEORRI DL EA LS,

~J5. MR Z LA S, warlarintBRE 2 TD-Dimeri M
T4 %, 40filchaf| Cwarfarin W ST | 1A BR
W, 3BIHME T LTu e, ERAIE. PAHO =2 bo—
AR AIE 7= HISLEOTRERE - {4 5 _ERAMHEN -
IE@CIHD,

PAHOIERETH 5, endothelinZ ZA53E, PDE-SIR
A warfariniBEF AR T, PAP L D-Dimer & OOFHB 2
RAL, 2650k Mo 2 L1, PAHAETR
Bl 31T 5 ddee> RIS RLEIAHE T R L
A 6D,

D-Dimeri, FREFMAMRIRIES |1 U oOfllx Ok
TH R AT Lk, PAHICRRE L EF A A0 F,
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L HEEIET L Tu s, SR 7ebh, PAP
30-40mHgFERF|C L D-Dimer®_ER-257 B, Mo
ik E TOARHEEIITETE 2V, ZhLOEFTOR
RO TS I L CHENH D N B D,

—77, beraprost NaZ{# ] L TUVDER L UL EIZR G
#7275, D-Dimer FE{FA Y | beraprost Na?{# kL
30-60pg & gy 7e/o 7= beraprostNaldzE L LT LA
J—HEE o TR XA T TV, ERREL
Mol WEoTC, ZHGLOERIZL Y @AlikOCareload
2R L, MR AIRIL 9 200, SHEALHINCT
HUENBD,

AR5 45 < PAH & D-Dimeri =B L THR L7225, =
DFIMAMCTDIZFHE Ch ARG bt o7, &
%, TEFEES LRI AT B D,

E. #il&
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BARMHAHERELE (BiEERRTRTFAEFSE)
SrBFFREE T

I BN AR 4 0% B 8 M E £ (PAH) (2B TAMOR=Y T(TnT) DKM ERICBIT TR
—PAH I2BH 3T ILFNAFT—h—AIFHT——

B R Wis BH Hiff REEFHARSR  deRdR
ot el it BRERBAFESRESREREE L F— HEE
T BRE R E A ENF RRRIEFTE AL
4 TER BERRAEESHNE 8
FREN BERBARFE LA RERN AL 5 —  HEHER
SRR Hiff KEEFHABRTR Y o= FARSE Big
HREEE

[Bf9)] LB L UMEHENFIRIE<7F ¥ (ANP , BNP) 15X USBNPRIBE(ENKSNNTH  (NT-proBNP)

(2, MEDARCERE M MIESE (PAH) O, MIERELFRATHS. —Kh, bFeR=CT (TaT) &, BtE"E
EERORE, THTN, BHETFTHA, FEMoBELT 2BV T L VMR ELRINTE S
T EAEESNTVD, BIEICEVTINTOPAHICEIT 2 BEROBEX B E L. [d#d LUFE]
1) @ tEREHMEPAH (CPH) BFE43FIE L U RIEPAH (IPH) BESIFIOR 10261 (HHELS, ZE87
#) & L#. 2) PAHOBENL, L Fy77—xa—@Eic LHHEFHMBIRE (PAm) Eizi3LRY 7
—FAEKIC L VPAMZ 30 mmHgZ T b & Lz, 3) MmYEBNPIXIRMAE (74 /7 ¥it) , NT-proBNP
ETTIH RS LR NE (Rochett) ZMWTRIEL. 4) ZBMOERKIZ~ . - KA v b=RIE,

RO IE Spearman®IEATHHM A AV iE L. [REH] 1) BNPII1956 + 4948 pg/ml , NT-proBNP
[£2041.5 + 122474 pgmI T Y, TnTiH0.013 + 0.023ngmlTHh =72, 2) CPHEIPHO RN T, TnT,
NT-proBNP, BNPX § (ZHR{fliz#i3Z 6hlein-72. 3) BNP & NT-proBNPOMIZFHRIAGEM S

(p<0.01) . 4) TnTEHEF (Z0.010 ng/ml) (F6FITH Y, Zh HOERF TIXMEN LIRS R Sn/.
5) TnTHERIZ 350 TNT-proBNPI£248 - 123,228 pg/mi T, 5 T1,000 pgmlih Lo AR Lz, —%,

BNPI126 - 3,707 pg/mI T ¥, 1,000 pg/mILl EOBHL20T, — 750 pg/mlD LA 1202 H4, TnT & O
M%7 L7, [#8] BNPS L UNT-proBNPAS L AR ORI TH 50123 LT, ToTRE{ITMEEORUINL
HEEOEELTHTS, -, BELFESMEICE T, TnT & BNPE 2 [ANT-proBNPI LI 1.0 T # HE
EFTHHA, PAHIZEWT LWEO®EFOFEITFENT., SHEMTFEOBIVLELEZIOND.
[£588] PAHIC 35\ T EME LS B OFTEAUR S/, TnT (EBNP, NT-proBNP & & IZPAHD#R
MEHR, PO L L ATTRES TR SN, v AF M dv—h—T Tu—FOFREIMFELD.

A. BFEEM OFRAEITFEERTVS. —F, FoR=2T (TaT)

LEMES £ CREtENaF|RE~TF F (ANP
BNP) i3, DR 2BV TR IS W A R,
BN RPE A L fE  (PAH) ORMh, MERE F4
MThsH. BNPRIEEILLHMEN TR S,
BNP L & hicms~srilk 41545, BNPHIBEFENA
SR (NT-proBNP) (1, 8tEf LUOBELFET
RERCRML, ODFE2ORMPTEETFELT

(2, SMFEEEROZN, TETH, BRETFTH
AHA%, el Mt OB LR 2B O TRV LIRS
RHTESZ LMEESNTVWD, BFEETO
BFFEIZ3 T, NT-proBNPABRHHEPAH (CPH)
B L USRMEPAH (IPH) O2#i L O IEIREC
AR ZLZB 6L LA, FHFRIZHEWTTNT
DPAHIZEITAEROBRZEMN L L,
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B. IR &%

1) #&ICPHEF43FE L UIPHBESIF O FH102

@l (BiE1s, &fE87f) & L.

2) PAHORMIZE, LFyFF—xo—ikIc L5

TEFHMEARE (PAm) F/ibOA 7T —7 L EH

25V PAMZ30 mmHg# =1 {0 & L7z,

3) MAEBNPIZIRMAE: (&4 / ¥H) . NT-proBNP

ETnTII MR LFERERNE (Rochett) 2 HWTH

E L~

4) ZBMokEE~Y KAy F=BIE, HEO

P2 HE [T Spearman O AT FRES A F L v L 72,
WE~OBEHO LRIEAEB-. £ Gbh/-M

HEOFHBELMEIZL, 77443 —ORBIRE

Lt

C. HFGERsR
1) PAHIZII} HBNP, NT-proBNP&TaT
BNP{1195.6 + 4948 (‘F¥) = FEHEFEE)

pg/ml , NT-proBNPI12041.5 =+ 122474 pg/ml T 1,

BNP (ZH: L UNT-proBNPIZ#fii % 7= L7=. TnTid
0.013 + 0.023 ng/ml T - 7Fz.
2) CPH&IPHIZF1} 5BNP, NT-proBNP & ToT
CPHEIPHO —REIZS T HEER L 25,
BNP , NT-proBNP, TNT& &zl b R{f{Z#id
Aot (1) .
3) BNP, NT-proBNP, TnoT® M B
BNP, NT-proBNP, TnT®MHOAER DR %
Spearman DMAFZHHR 2 IV VRE L7, BNPL
NT-proBNP® ] O [EINA{L MRS P I£0.915, [RINFA{LHE
IE % OPfil13<0.0001, NT-proBNP & TnT [l [EINE
(i DHE P (20261, [RINALLHITE #% OP{iI£0.0088, BNP
L ToT oo [ oo [ E(Z RPN 10.195, BENEALH#iE# O
Pifi130.0497 Td ¥, BNP & NT-proBNP & (O []i= 81
AR btz (p<0.ol) .
BNP & NT-proBNPOAEBME 2 i Iz X =
(E2) .
4) ToTHHERIZH T HNT-proBNP, BNP
TnTOIEREGEFEZ 0.0Ing/mlzKili & Li=& 25, TnT
Btk iL6fTdh v, 2 & OB ZIPH3F], CPH3
3] (IR& M & MR | 71, SAMEEAYZ SR %% 1 6,
MEAEIR) . Thofz. ZH6OERTIZEESED
RE OFELS T S iz, & (ZTnTHE6FIZ

i1 HNaf|R <7 F FAM-<7-. NT-proBNP (3l
<125 pg/ml) (1248 - 123228 pgmI Td Y, 142 [&
& 50 T1,000 pgmlEd EO @il A= Lz, —7, BNP

(FEANFEEE <18 pg/ml) 1526 - 3,707 pg/mITd 0, 1,000
pe/mlLl EOBHEIZ2HTH S —H, 50 pg/mlD{EfE L
2 &6, TnTL OFEMEL L (K1) .

D. EX

bodR=riF, broR=r T, COIOHT2
=y b RDHLHT7 47 A2 b EOEEFEAT
BV, boRIAT Ll b GO E B ONNE
R OMENIC EE LW AR LTS, ToTidés
PHREETIE B, 9% IR EkHEE R BT
ET 5. TaTIRREFOMPEPITIHIELEALBRIS
T (<0.01 ng/ml) , Pz EhA2BEITEL
hAfaEEIC L oM EEL NS, LtdioT,
TnTidAtEaEEeERE O R, U 27 BhilkicEs
T ABOLEERASA Av—HI—ThHdH, FlEmt
DLFEZENT L UEEORH L HETSH
HZEBHLMIERTV A,

PAHIZE T HTnTORIEER L MBI L 2@SIE 2
NETARL, EHEICBVTPAHBEEO—IIZH
TInTHBOR/NLFREZ S5 Z LTSk,
=9 Lz ilEE R LT, wall stressa {300,
b= —=T VTR, REMER, A b
HA CFROTUENER SN TWD, WEER YOR
FRMTERFICL ) ORRELE T 2L bd 5.
BEHEMIZHBW TG, EF4OBBEEBEIZB LTI,
PAHORE (ZH L THLALZAEETH Y, LihHE
EHEDNA, TnTHlIEZ 5 LoRiEL2 X5
BERRCH.

AR EHEOTTnTE ] L, NT-proBNPA LT
AN O2ELL LT, TnTO ERIZHA L T#i%
ALz, —HT, TnTWHESERIE, BNPiZLTFR L
M AEL, KFELTERTSL00, 50 pgmlldT
ICELEBFLFITARON. ZhETO@MEE L
UL LEAIZB T2 ZheOssg d~—d—
DOEROBIN D, BNPE - IINT-proBNPAHE T L
iz bbb ST InTRRW 2 T I REN T EH, ¥
HEH 24 Lo EE A D REREE 2 & 6 (LR S EE
MM ENTWS. #7, Z2{OBEOPT, @
PELALBEIZISVT, TnT & BNP £ 72 (INT-proBNP



MO FTERERTFTHY, WHEOBERLI L
FHEFBERD ZEMNTENTV D, PAHDOIEREL
PHEPREMTE L InTOMMRBRNSSBLE L
Exbhan, RgormBiBHT 5 (M 4~v—
A—EHAEGDE TV Z & T. PAHDORMEAA &
R Om EICERT 5 Z L0 M5,

E. &

PAHIZ BT T TRl % Tl et D B
OF{EA MR & L7=. TnT I, BNP, NT-proBNP&
& LICPAHORIEIRR, FHRMEEORER & 225 HE
TSN, vAF M — =T T o—F0
THRESHFES LS.
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