o 3 P i Bl R T 5 O W B9 2 WF 5

=N
=,

wEp HAY

—3X, AR E =W

%, R

Il RSERY B EREEFR S ERE RS AR

LIS

RSB IR MEIG & IE (IPAH) B ICR
2 EAE PG (>40ng/kg/min) 7%, FHBIIRFE
RO T7T RNV X 2FHEL, WEIMEZHE
SR LWEREESHME SN TWEY 2, 20 %
AHZRARXIDOWTIEAHTH B 4H, 78 h—
VAFERFICE T S Fas Y FOBH 2o
THETL 720

MR EFE

IPAH BE 5 515 b N7 I EYIR P18 F s IE o 35
BRE A, BEE PG MHEIREEHAREIC
JAFTR)R % TUNEL, caspase 3, 7 assay, &zl
BIHICTWE L7z, /o1& FasY) A FigE L
PGI2 #5-B DB DWW T HME L7,

PGLIZL AT RrF—L R

n

& R

TUNEL, caspase assay, Z:BFEHE (K1), v
FHRHEBEPGRICLA TR N— Y AFHENE
HER S N7z, FKEIZ Fas) %~ Fid mRNA L
NV T398f%, EBHALANVTLIOMBICEALT
W7zAs, PR ZRBEMEICI o TI NS D%
FERHMBEN cAMP EARIRIZHEER Lz, 51T
PGI2 ¥ 5% & IPAH & FasV) 4 v FiREIXIEM
207 (r=0.57, p<0.0001) (X2),

£ B

IPAH IZX§ 2R & L C PG I3HEN L 721k
FETH VY ZOMBEMEEERICL 5T
L5 ENDEENT VD, &5 IHEIRTEIED
MBI MHIT 2 &L LTFL F=vn

A8 (EFEWMER)
)

Gla

0 ng/

1. PGRICIBTHR NV AFHE (BEBETHEME) ., r7u~Frohist
LEOWIRALEE S b,
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A GFER AR R B S R B TR 733
B® A 2 I BE Y 5 R E MR

Up-regulation

PGl,IZ&SFas ligandDupregulation

{PCR Array)
Down-regulation

e . FasL

e ey e sswenes  GAPDH

FasL Bcl2 ;.
CD70 CD40 RRR pe an TEE e
i IPRERE
HFE
o : TR i (0 W i
— [ )
s 6 & 225
£ 8 3 NS
£g =
%= 8 Es
LE 2 2
o g Ty
L2 |
0.5
BER PGI2
0
Fifi e 1 FE A OO B B AR T J8 R BRI PGl2 pid PRE PGI2 PGI2
R HPREWRKE
i i
avka—iL iR I FE A OO R BH AR 7 38 A A
2. PGI2{Z & % Fas') 7 > ¥ O upregulationo i i LT & O I ENIREEH I BV T,
mRNA LRV T 398, ZEHLANNLVT L0 I EF L TWwWizas, PG Z&MEHS
PEIZL o TINS DERPHIEA cAMP ERRRITHE L 720
NVAN ==
PGl BBRSN TLVAIPAHEE IME (D FasLiE
030 r
025 r ® r=0.57
p < 0.0001 X : patients with no PGI2 therapy
- 020 ® O: patients treated with PGlz at a
E ’ dose under 40 ng/kg/min
»
@: patients treated with PGl2at a
5 0.15 dose over 40 ng/kg/min
el
@
w010
0.05
o KanBusmose—— o o O s : '
0 50 100 150 200 250

PGI2 X5 & (ng/kg/min)

3. PGREBENTVAEBEMBERD FasV 'V Fl, PGRZSB L EHEZED 5,
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Y, kYIS A —-EHEE 7 usEX b
Reryy v, IIVFFI74N0GRERGMLNALTYWS
B, INSOEYHT R — P AFESEOMR
6, PGI2 OIFBINR PG B AE I § 25T
R b=V AFEERAIGEH SN2 &1L, PGIR2
DELR G X 5 M D negative V) ET ) ¥ 738
BhhpbIEARBEh, 29 LNEREDOH
WL T =7y Ve LIEENSBAERN L 5T
REMEDSE 2 b7z,

& &

BB PGR2E, Fas v FEARANLTHE
MEBEOMEIRFEHBEO7 R N—V A2
BT 5,

i
KGR OB HO—ERIL, EAEI7 A AR E

P23 EEFIRREE V. WRHE

[THRAACB T 2 A8 ] ORI % %1 7.
SE X

1. Akagi S, Nakamura K, Miyaji K, Ogawa A, Kusano
KF, Tto H, Matsubara H: Marked Hemodynamic
Improvements by High-Dose Epoprostenol Therapy
in Patients
Hypertension. Circ J. 74 ; 2200~ 5, 2010

2. Akagi S, Nakamura K, Matsubara H, Kusano KF,
Kataoka N, Oto T, Miyaji K, Miura A, Ogawa A,
'Yoshida M, Ueda-Ishibashi H, Yutani C, Ito H:

Prostaglandin I (2) induces apoptosis via upregulation

With Idiopathic Pulmonary Arterial

of Fas ligand in pulmonary artery smooth muscle cells
from patients with idiopathic pulmonary hyptertension.
Int J Cardiol 2011 Epub

3. Humbert M, Sitbon O, Simonneau G: Treatment
of pulmonary arterial hypertension. N Engl J Med
351:1425-1436, 2004
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18P A ZE A Ph Il s IR V2 35 VT 5 VR B IR ML AR R &
i RIR T & D BHE IS DN T

&N BE ' W

BE' Bl HFE' EH XT¥ ER

7!

IEZ#T !, XY B! BEART ' ERRRER T, BIRERSE

WREB—R ",

U ®IC

12 A ZER MM B MESE  (chronic thrombo-
embolic pulmonary hyper-tension : CTEPH) |Xi%E%H
EFIRIMASSE (deep vein thrombosis : DVT) 72254
UCAMEREICL - THIERIINELEEZLN
TwaY, LA L7%25S, CTEPH BED# 40%
I IZIFEERE R DVT OB IRED b ey, %
7z, BEEIAREATIC BT 5 MO &R L ) €
71 ¥ 7 ® CTEPH OHENOEEREZ 51T
mé“%

5T 5 IR EREIIFRFTH5DVT & B
HAHEILAIRENRTEYY, HEOYZZ
WX ) BHEOFHE WY, CTEPH ORFTRIC X
% MM #: 4348 C, Jamieson i type3 disease (X IBiH)
RO ACMAESFTFET B 54 T) BT HE
MThbILrilE L7234 b, HLA-B*5201 B8
HEFE (WekED) I2BWTOA, KD CTEPH X
KRR L BT 5 2 &R LY, —FT, i
AL T DVT %2 320 % WK Al 0 CTEPH O fF1E
AERVPETHEENTEY, Zhid HLA-B*5201
BrELBELCWA I PO ZoTWAY,

SERMMBEICBNTIE, DVTZ2ESb00
o TH, BIGEMAEIDVT 285 5 3 O THig)
BROAZENRE L, PHROMEINROMZE & BT
HEEZLNTWE*Y, LaL, DVTOEEE
% 4 7% CTEPH O RRRHRE & ED X 5 ITHE S
HEHS DN o TEW R\, FRICHBIRICE
AR E DBEIZOWTIRE ST R
Vi, FE4E, CTEPH IZBWTHSIVF AT A4 ACT

ﬁ%;’ﬁa 1’

FERERZGEIFR N

EN S Sl

iz

L FERE MBS

IR R (MDCTV) T DVT OM ST REIC 7%
D12 ke ZZ OFBEE HWTDVT OFES
A& & CTEPH D RRRE & DRI DWW THRES
L7,

W& EFHiE

[xf5]

20034E 1 H~20104E 12 B TOHMIC 16
L 6aFox VT T4 ANGEIIRE R
CT (MDCTA) & MDCTV #% 47 & 172 98 5l ©
CTEPH B& ZxfH & L 72o MDCTV LAt 53
WZX ) DVT PHER SN 482 &L 160 BE
GEROBENA T L BTSN, 91 61252 DR
2212 & ® bN7z. CTEPH XM EINRIE (PAP)
= 25 mmHg, MR AL I IEE, BRK=6
ArEsmL2Y, mAClims - Wk v 97
LT, MRV VF T ACERELROT, 1M
Wy vFZ7I2BWTRED LEERY LD
REPHHSDL L7z, CTEPH OZRTIL, Mg
BRI TR L 725, 7T O BB M X
5HF, D-dimer Jl5€, H.OoHh T — 7 ViR, )
fk3E %, MDCTA-MDCTV % =172, S 51,
CTEPH #Wks® MDCTA-CTV DAHZ b, 91 il
5ENCBVTIE, Fx OERE T OB M iE
@ MDCTV Hi{§% DVT OB DOPEIZH 72,
lcT 7o ba—uv])

CT 1% 16 5% 2% CT (LightSpeed Ultra, GE
Medical Systems, Milwaukee, WI) & L < id 64 %1
< WVF AT A ACT (Aquilion One or Aquilion 64,
Toshiba, Tokyo, Japan) %M L, MIEES X Ok
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A @R AR M e AR BRI se g
Bl A 2 B 7T 3 B EHR

JEFHR AL E TO T Z 3 L7ze MDCTA ®72%
A+ PEEEHF 100 ~ 150ml (600mg/kg) %
FE&EIRE D 3ml/sec THEA L. HTFIZTNME
ROERXDOE -2 L YBIMAEL, scanning delay & 25
~358T, MRE»SEREE T2 HRE L 72
WEFIIBIOXETAHL)ICEBZICHERE L
72 (16 FICTT9~20%, 64 ¥l CT Tik4M),
16 5] CT TIEA T A AMgi& 1.25mm, 2.5mm P
T, 645 CT TIE X T A4 AMRiX 0.5mm, 0.5mm
HiFE TN NERERHER %17 572 MDCTV 1
ERANEAD D 355 30 BRI T o 720 BEIER &
LRV SHERELNVETEI S 2 (16 slice
CTT20MFET, 64slice CTTSHET) 2LT
WARIZHRE L7, 165 CT TIX A7 1 AR
25mm, 5.0mm BT, 645 CTTIXAT 4 A
P& i 2.0mm, 2.0mm [ [@ T2 12 P05 RS L
24T - 77

[E1&DEER]

2T O EH D MDCTA-CTV % BT 1 A
IHET = AT —Y a VICERARARL, 24
D CT G DIl % 2 7 MR NEHEIC X - T
AN, BRRIZFEMICOVTIE 2 ZOFEDS
Bohiz,

[CT obstruction index]

M X BRI BRI 2E 2 33§ % 729, CT
obstruction index'¥ M L7z, BiBICVY &, &
DA YTy 7 A%, A 10 KT D OB R
Wb EMREL, oI LZMBIIRE I 1
M, SERMEE 2 AL LTHELLHEROK
TEHFTHDDTHb, ZOFEIIBWTIZRD
BWAITIE40 LY, ZTNDCT obstruction
index100% (ZAHY§ %

[FRARIC 6 1T 3 Bl 4% OO 54

MDCTA % v, HAKBHEN IR % g 3 il #h Ak
O FESILE B L OB TR S ERL, 400
AL E L7215, Central disease score I IS %
ATHEMOBICLVEIESN, BT 48E%
5o

[DVT DES]

MAIEE G S L 3B R BENOEER O
RBIZL o TEREN, 165 CT Tl 2 DDsEHE
FAEH (10mm), 64 5| CT THiuL#kd % 4
DO (8mm) TRONWIMMEDS Y & Lize 7—
F7 7% MiE Cham DEZEL7-FHEV 12X 5T,
M & i ZXH L7ze DVT 2 T K&k, BEEIR
REEERIR, MEmE&R, THEERIRICAOE L, BEss
MR CoMMmEIEEM A DVT, T EER O 41X
BB DVT &5 L72% 8% o DVTHR (i
EREOAIKAL, FMEME, HEIMATE) & DVT
DERIITED B o 721219,

TR LN, EBI D 88% 1L T REIRER
PR % BT SN TWiz7s, DVT OF
X MDCTV D ARIZHEDTWTER L7z DVTDF
M7 E & MM TE)EE, CT obstruction index 3 X
O 2 DB D BRIRIFRIL O B E 2 D\ THEFT L 720

KAERNAE OCIEPH® ¥ 4 7 23DVT &
CTEPH DERHFIIHE L 5.2 T AWML H
%728, HLA-B*5201 ODAEIC X > THEELZHHEL
720 HLA-B*5201 B BB I AR ED Y 4 7
PWEFEFNTE Y, HLA-B*5201 IBHEBE 1213 —#%
)7 KB CTEPH 2%& T\ B L # 272 817,
BEICLAL YT+ —2Farey PEETOR
E Y YA
[fEEt =R 2]

ERHERIL T  BERETEL, H7TY—
EEEZEDL LGS — 5T —ITELA, 2
DOEMODHLEIL, EHPERTH DHEICIE
unpaired t test T, FEEFDEEIL x2test L <1
Wilcoxson test TAT o 72 P<0.05 2 FE L L7
2T ORI HT L IMP9.0.0 (Japanese version,
SAS Institute Inc. Tokyo, Japan) % H\»TH7 - 72,

& R

B8 & /- CTEPHOL Bl v, Zeiid 60 T
BHINHLIVE o7 (RDe BT —F VR
F L CT Z M T L7 OERIX 16 ~ 78 (K3
56.3%12.8) ¥ TH o7z, 456 (49.9%) 12 DVT

- 234 -



DEEAENH Y, 33 FIEME (BEEIR 16,
KERERAR 25 B, BEEER 760 T, 12 612%% 6
Bl (THEEIR) Tholzo 3061 (33.0%) ASEERE

®1 BEEE (=91

i 53 56.3 + 12.8
ik Bk n 60:31
TE R EA R months 38.6 = 394
DVT &1 % 49.9
DVT OALE, EALE : Efr n 12:33
BREEED Y % 33.0
10 2 I AV 7N % 26.4
SHEMEREDORED D % 51.6
HLA-B*5201 Bl % 32.6
I TEER B8
EHEEE mmHg 62 + 4.4
I EIRIE mmHg 46.5 = 12.0
LMREL Lmin 'm? | 2.55 = 0.67
i XL B dynes.s.cm | 861 + 409
BRI BRI Torr 572 9.7
" D-dimer > 1 ug/ml % 26.4
WHO functional class
I:IM:I0: 1V 1:25:61:4
CT obstruction index % 453 = 124
Central disease score :
0:1:2:3:4 27:31:22:9:2

EIETPE = BERED L En (%) TRR

Pk 23 EEAEHEE 0NV BERS

BEERL, TOI)H0D 246 (264%) EHA
VI ) EVHTURRETH - 720 FHMBIRE &
i P 2 2N, 46.5+12.0mmHg & 861
*409 dyn.s.cm™5 TH o 720 BN T O BRI HE
FEHER 572 %9.7 torr TH o 72o WHO functional
class I& 1.2.3.4 232 N2 1 B, 25 B, 6141, 4 %l
THho7ze PUBEEEF TIEH 525, D-dimer >
1.0 ug/ml THo7=DlZ 24 B (264%) TH o720
41 B AHE e B RS BRA % 0 720

9, DVT DB EIZ X o THRBIE AR L %
PERELZEZA DVTHEBEIIBEBWTIX
DVT BB L B L THREOH & Z {, 2%
i EARRE OB O HENE o7z (R2). 72
HLA-B*5201 Bt 434272 <, D-dimer B k51 A
%7572, CT obstruction index & B MLATEIREIZ IS
QM TERRD b o7,

HLA-B*5201 BB DA THME L7zE 25, DVT
PEIEREE (3461) X DVTRRMWE L L TB %
(44.1% vs 16.7% p=0.02) %5% <, BB (70.6%
vs 294% p=0.0016) b% o7z, MEHIC,
HLA-B*5201 B3 PE6112 3 T, DVT B EEE (10 1)

2. DVT OFEIZ L ABERE OME

DVT & L DVT &0
(n=46) (n=45) p-value
SEE % 55.8+15.1 56.8+10.0 ns
7w Bk n 35:11 25:20 0.038
TR A 41.7 £36.0 35.6 =427 ns
GEERE % 34.8 31.2 s
WANT ) E PR % 30.4 22.2 ns
SUMEREOEED Y % 34.8 68.9 0.001
HLA-B*5201 b4 % 42.9 22.7 0.045
FHEEE mmHg 6044 6545 ns
IR IE mmHg 468 +12.1 462 +12.1 ns
DRE Lmin 'm™> 2.51+0.66 2.60 +0.67 ns
Jifs T 4T dynes.s.cm”> 883 + 443 838 + 376 ns
EIRMERE 5IE Torr 56.9+10.8 574+84 ns
D-dimer > 1 ug/ml % 13.6 39.5 0.005
WHO functional class ns
[:I:00: 1V 0:12:32:2 1:13:29:2 ns
CT obstruction index % 45.8 = 10.1 447+ 144 ns
Central disease score 1.2x1.0 12+1.1 ns
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A WBE RS MntR BRI
R &2 K E T 3 R E MR

EREMERE (18B1) AHEL-EZA, HKRKE
WCHEEBEZRD D572,

KIZ DVT DERMLNC & > THERRIIASE 72 5
IR L7z BN DVT OFEFNLEAMIE DVT &
HELTHEE»Z <, BHEMEII Y EL, CT
obstruction index 25K X h o 7z (K 3) o F 72kl
DVT & D-dimer Fz 1% & BIE 23589 6 7z, DVT
BiERE L BB DVT 28§ 5 B CRURFELO M
BE L7272, Tho 2B TAREIERDONE
VRS

BtV T HLA-B*5201 e BI O A THREF Lz &
A, AR DVT BRI DVT # & L C,
CT obstruction index 73K & ¢,
bE»o (F4), ~ﬁ ETORME DVT #
LT, BEREILED %P o /2. HLA-B®
5201 BB BV Tl LMiDW%6m>kﬁ
B DVT 4 %)) OBT, EMETHITHICCT
obstruction index 23E V> (46.0 3.2 vs 35.0 £4.1%
p=0005) Z&z2BWTIX, BRFEOEWIZEE
DoNg»rolze LHL, TENENORDEFE

central disease score

P VD, TN ORERRIET 5720121
SO LMEAVPVETH D,

£ =

SMEMIMAEREICBWTIE, DVT2BEL Tw
5&%@%@%%#k%<&b,iﬁmﬁék%
AbNTw3% Lal, BETHDVTOY A
7 & CTEPH ORFRBE & 12K H L& 1345 F
T ol. SEOE T, BFT A DVT
X5, F3R, HLA-B*5201 &6, D-dimer

Btk & HIBIASEED Hize DVT BBl B W T
ﬁﬁﬂnvri@MﬂDvrkwﬁbf,%@,%
ZERPREV, FHMBIRE SME & BEEFED 5
N7z EALE DVT 13 HLA-B*5201 FEHEBIIZ B \»
TOH, HRMOD CTEPH & BE Z D72, IR

DFERDOBHUC O BT WL ODEETRE A
H5o

B2, SEOME T, DVT B I B %
L L, BUMEREOMEOD Z2HEELD
CTEPH & 5\ AHBI 2 7R L 720 Kyre O I3/l Mfe 2

3. DVT ORI & 2 BB O4HE

JEALT DVT EALE DVT

(n=12) (n=33) p-value

i % 56.5+8.4 56.8 + 10.6 ns
W B n 10:2 15:18 0.019
T v B months 16.5+11.7 425+427 0.006
BEERE % 16.7 36.4 ns

PANTF ) E Rk % 16.7 24.2 ns
BUMEREOBRED 1 % 83.3 63.6 ns
HLA-B*5201 Btk % 36.4 18.2 ns
g BBy e

THEEE mmHg 6.0%4.4 6545 ns

EHNEIRIE mmHg 40.8%7.9 482+12.8 0.03

DR Lmin 'm™? 2.60 = 0.48 2.59+0.74 ns

it i 35 dynes.s.cm’ 718 =315 882 %391 ns

BRIMERE 55 E Torr 58548 57.1+95 ns
D-dimer > 1 ug/ml % 16.7 48.4 0.047
‘WHO functional class

I:II:10:1IV 0:5:7:0 1:8:22:2 ns
CT obstruction index % 34.1+13.2 48.6 = 13.0 0.004
Central disease score 0.8+0.8 1412 0.10
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Tk 23 FEEMIEREE 0.

5 4. HLA-B*5201 BRHEHIIZ 3317 5 DVT ORI & 5 BEEmE O &

AL E DVT SEAIE DVT

=7 (n=27) p-value
AR = 55.6%+9.3 55.3+10.8 ns
o B n 7:0 12:15 0.002
TR A 173 %129 44.8 +50.5 0.017
BREZEDY % 0 29.6 0.039
WANTE) ¥ YRR % 0 18.5 ns
BUMERE OB % 85.7 66.7 ns
i)
EHEEE mmHg 6.7+4.0 65%4.5 ns
I REIRIE mmHg 404+8.6 48.0+13.6 ns
IMRE Lmin 'm™? 2.53+0.55 2.57+0.75 ns
Jifi M 3T dynes.s.cm > 771 £375 871 +393 ns
BIARIMBE R 77 IE Torr 57.9+45 56.8+9.9 ns
D-dimer > 1 ug/ml % 0 40.6 0.003
WHO functional class
I:10:0I:1V 0:2:5:0 1:6:18:2 ns
CT obstruction index % 32.1+16.9 491%142 0.039
Central disease score 04+05 14+12 0.003

BIEDBHEOBEREEXE LY BEOFI TV
T L ERMELSY Pradoni HI13RAET S DVT 3%
RIEEREDOHEDEELRVRI T 77 5 —
ThHoHrIEEHRELEY LX), DITOH
ZIXDVT # AT AEI2HBIT 5 CTEPH DR K &
MErH L LEZONSL, HIEMIZ, DVT BE
B lE»% <, SEmMEREOBAIED %<,
D-dimer 23 IEH T, HLA-B*5201 BB 05% % -
720

DVT BB W T, 3 CITms A3 #
ATLES7D, BRLTLEo-TTREYXD S
A, B HER L 2 WEREEIZOWTIEAHETH
%o HLA-B*5201 B3P 612 B 1) 2 B I R OFFETE,
¥ -3 SN IREIRIC BT 5 Rt DI DR
A, FRAET AR & BT 5 DVT &\ ) MR
THHEOHEESS LT,

8212, DVT Bl & BBERE T, MilmdTE)
RE & CT obstruction index [ZEE LR EIIFR O LNL
Molze TNOLDRIZ, BEFETHDVI 24
SVERGMAE TN ERERIRE L, EEL
BV BUBIOERY LR o7 L LS

EOBFZE T, A DVT B3R VE DVT # &
HHE LT, CT obstruction index 13K & <, FHh
BIRIE D B A o 720 Yasui 3BV AR
BWTLEEE DVT #1%, BRREH O DVT 612 ik
L O ERSRE VI L2 HE LT3,
SHOFERS, SHEMMRZERE & MRS, i
D DVT 2R AFE L TWwAbZ LiE, CTEPH 2SEIE
b2 FHURFELRLURENH S, TLTTFR
R 7 4 v & — A DVT #1231 5 CTEPH
DOBEFELZ EET A 7-DIEE» D Ltk v,
8312, HLA-B*5201 BB W TOA, i
VB DVT #13 £ V) central disease score 25K X 2o
Too BVERTMARZERE & FARIC, HLA-B¥5201 f&
PG T EAE DVT 12 4K R CTEPH 282 2§
WD B 2 L AR E NIz, —F, HLA-B*
5201 B PEBIIZ B\ T XA CTEPH O A &
LTHDAA=ZXLBEZONED D Lz,
HLA-B*5201 BpEBIIc BT, 25 0BIIRK % 32
5D DRFMPNBNTDH, MilERERET
BT REBDIIEBNI 2o 72%%, DRibhvbih
G L7z L9118, SREIREICE M 503
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EEGEFFBIRRMME R R R s
LT B - I T I 7

CTEPH DR & LTS LT AL Z 2
557,

85412, HLA-B* 5201 MBI IC B\ T, s Ar &Y
DVT B IZ BN, MiMEPHZERIVNES W, K
HY CTEPH & B3 L 72, Jamieson i type3 disease (X
B DA% B 5 H1) 1 DVT OHEEN D%
, KEBMTHLILEZWMELT, x0T V—
7% LRI, HLA-B*5201 e M3 & 0 KHEE
O CTEPH TH 5 2 L 2 Hi L72% SHEOBKE
T, HLA-B*5201 BMBIICB VT, DVT I
B L B OB central disease score DAHE %
B3, Jamieson b DFHF L —H L e h o7z &
8D DVT O FEFII LB W THEE CTEPH
EREDDHLONH LN,

#5102, SEOME T, CTEPH OB IZ&
TR I A SEARRE D FAE A S % A LAJ:%#%%:. LT
fibh, BHHIC CTHREETbNZD
BlOATHoT2o 2F Y, BBIICIZLIVE <0>
AR DVT Z F D BEDP WIS D 5.
ML, FxOREBID 49.9%WF5RIFET 5 DVT %%
L, DAToOBIRER CEEEREIC TR S Lk
FEEOHE L ) BRTH o 720718, [W# CT Bk
BEIX CTEPH I2BWTh, DVT OMMEZ
TAHLDNH Lz,

612, W AIBIT S HLA-B*5201 O Bk
IR (1~5%) I2BWTiE, HAAN (20
~24%) XYW Z ks, HLA-B*5201
DEEIZL B BEOHEIHAANIBVTOAE
A b Lz, LaL, SHEOMEREIE, HLA-B*
5201 BBl 2 RO L - BECRET A LT, B
KIZBWTL—ILTEIBDDLEZ B,

mRIC, SHOZEIE, BAEFETHY, B
MR TORBIIEINTWE, LT, DVT &
HLA DB EIZEDSWTH T ENZENERD
FEBIEIZ D 7o $RIZ, HLA-B™5201 BB o3k
fr il & FALR DVT BEO B O RIZ LIV E LD
FEFITHOES LR LM AET 5, BRlomE|cHk
D%, BEDVTZ2EM I A LIIRETH L7

B4 DVT 2 589 X 9 2 EIREED HIKILAT R
%31&! B2 19 XAt L7278, CTEPH BT 2
B DVT OFFRIZOWTIE, Bk AP0 E

THbo

DVT O #ER L& 75 CTEPH O FRIRIFTY & B8
5, ¥ 72 HLA-B*5201 BeMEBlIc B\ T iy
DVT (&H X% CTEPH & BEE$ 5 Z & 25 5 H 12
ol

ZE N

1. Fedullo PE, Auger WR, Kerr KM, Rubin LJ: Chronic
thromboembolic pulmonary hypertension. N Engl J Med
2001 ; 345 : 1465 — 1472

2. Hoeper MM, Barbera JA, Channick RN, Hassoun
PM, Lang IM, Manes A, et al: Diagnosis, assessment,
and treatment of non-pulmonary arterial hypertension
pulmonary hypertension. J Am Coll Cardiol 2009 ; 54 (1
Suppl) : S85 — S96.

3. Gallie N, Kim NHS : Pulmonary microvascular disease
in chronic thromboembolic pulmonary hypertension.
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Chronic thromboembolic pulmonary hypertension.
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Pa02 (torr) 66+13 (Fr# 63 +11) 6512 (F#H 59+10) ns
PaCO2 (torr) 366 (H#35+7) 375 (FH#34x5) ns
TRER7 4 N5 — 26.9% 37.8% 0.0003
il e AT SR B AR 13.9% 192% 0.02

SRR MAREMIE DB D H 5 EHI37.2%, MK
BT 11.7%, EE 8.1%, BRRAFM 72%,
EMIED 6.6% CTh o 7z. EWMEROEHER, D
BIOMED 1.9% I L TEEETH - 720
BRI A F v ¥ A%934%, #EHF CTH
88.4%, MiBIARERSDS68.4%, AH/LoA T — T VA
884% IR TENTH Y, LATOMEITH L T,
FHOHT—TVORBEENENL TWwiz, &% CT
F 72 BB IR B R DY 130 B (93.5%) ZHEfT &
THY, D b CT HBIH 37 B, T F5 A3 85
iR BE AR DS 8 BT H » 720 LRI OIRE T,
W BB W D720 DI ENIRE R HATHIE, 69.2% T
HEZSWRERTHEOEMAA LN (K2).
R LTiE, FMEEE 726 (13.9%),
TREIRZ 4 V& —FEIX 269%ITEES, 2007
EHED 192%, 378% LD Lol Pikkt

201146 20078E

FRR DR

BT
R
52

SRERREE

BOHT TS

0% 20%40% 609 BOSLI00% 0% 20% 40% 60% 80% 100%

2. MEEZWIREIEITHE ® 2007 £& L Db
€5 %)

BEEEDS 99.1%, TEEMBRIED 62.1%, Ml
PEIREEHY 271 B (52.2%) W SN TWiz,

WEHAE RS & FATEI O T, FRIEIE A
FHERGNCH LT, &4, NYHA ORENFE L,
ZRA NGB ZE MR, Pa02 DE VY, 655
BAATHEED RV, BNP MKV, % X ) ByEH]
THho7zo FMBITIE, SBICHEREFREH»
SN, 74 NG —REHVE ol —T, TBE
BB M M DLRIE OB, AR
ERRONL ol (R2).

Mg RRE OERAEE (EEAZ &) L L
Tik, X7 RAM150#, Kt ¥ v 1134,
VIVFFT 4N B, TRTURAT ) — VERHE
9%, DONET, HHERABIL 66.9%, BEHEED
331% THo7z (£3) PEAFEL L TE, T
THAM+REVF VR 118% %L L, DWT,
REVF U+ NFF T4V (19%), X570
AN+ NVTFTFTA4NVE51%, NXFTTHEAX M +R
VI Y+ INTFFTANS51%DIETH - 72 (58
4) o Fili SR BEAE F ) & FRFE A B 0 LB T g,
RGN IEMERAFICIH LT, NYHA ORENE
iEC, TEMBEREOHITHEIS o7z (R5).

Z =

SEOPREILEEIZ L S CTEPH FRIRFHAE A
EMATRE R ERT L, EROBEEFEME b
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= 2. BRI EOR RE T
(ARHERERB] & FAHTH D L)

PR 23 SFEERT SRR E

HEHEE G FAH B P
n 447 72
B.z (ZOHEE) 121:326 25:47 ns
F£H GRTE) (yrs) 64.6 £10.9 60.2£13.5 0.009
REREFIR A E 50.0% 60.0% ns
SRR AR R O BRE 36.4% 60.0% ns
NYHA 24+0.7 2.1+08 0.0004
ZRAIGEERZ (mmHg) 67.1+53.3 44.5+257 0.0039
Pa02 (torr) (room air) 64.0+11.6 78.1+13.7 <0.0001
CTR 55.0+7.6 51.9+8.9 0.007
6 7 EATIEBE 310 £ 103 387 £103 0.0003
PR EE 67%58 6.1%17 ns
BNP (pg/ml) 276 * 444 113+ 138 0.0038
PLERESE 99.1% 100% ns
LIRS 59.4% 62.6% ns
Bl I B B AR 51.6% 55.6% ns
TREIRT 4 V&7 —FFA 21.0% 58.3% <0.0001

5 3. CTEPH \Z BT A BB HirRIE O fF B E

PRHE B FAi 61 il
449 ) 72 519 (%)*
i I i pR R 231 40 271 (52.2%)
PGI2 HEE 8 1 9 (1.7%)
NS TR 130 20 150 (28.9%)
Ko v 103 10 113 (21.8%)
YWFFT 4N 69 13 82 (15.8%)
Z DM E 7213 14 3 17-( 3.3%)

*EER 519 B 50 A EE

2 4. CTEPH 2B\ 2 Bl B YLk e 0 56

AEHEE B FAH 21

N 7O R b (Be) BAH 80 11 91 (35.8%)
KL v ¥ v (Bo) Bl 41 5 46 (18.1%)
UNFF T 4 b (Si) Bk 26 6 32 (12.6%)
PGI2 BAH 1 0 1 (04%)
BE A 69 15 84 (33.1%)
Be + Bo 23 7 30 (11.8%)
Bo + Sil 15 5 20 ( 7.9%)
Be + Sil 12 1 13 (5.1%)
PGI2 + Be 2 1 3 (1.2%)
PGI2 + Bos 1 0 1 (04%)
PGI2 + Sil 1 0 1 (04%)
Be + Bos + Sil 12 1 13 (5.1%)
PGI2 + Bos + Sil 3 0 3 (12%)

& &t 217 37 254 (100%)
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S ER e R B AT B ORI s
LS S - R I - I

< 5. CTEPH Riilil & 3R 3E M8 F B D HF L

1B FEERB P
n 248
Bz (KoHEE) 84:187 62:186 ns
Ef (BTE) (yrs) 63.813.4 642+ 13.1 ns
NYHA 2.5%07 22+08 0.0017
ZRAPHEHERZ (mmHg) 64.4+245 63.0£76.4 ns
Pa02 (torr) (room air) 642+ 115 67.5+13.9 ns
CTR 549+8.2 54072 ns
IR EIARIE 40.2 +10.6 37.7+104 ns
Jili B BT 720 + 423 729 =419 ns
6 4 B AT BB 319+123 321 £133 ns
REE 6.8+64 6.1+29 ns
BNP (pg/ml) 244 + 404 258 =431 ns
TEEBEERE 68.9% 50.6% 0.0002
FHiE 14.8% 12.9% ns

DEDOREFIIZEN TH 575, HEEREIRIMARTE
DHENERT, LVEEATH-72. 72, F
MBI AR, FTRERT 4 vy —FBH S D%
holze =7, WEHE, FMHEIE b1, FifmiEh:
REOMHEENERTH LI DD THS
Ehrolz,

WX, LVENIBIT S DVT OFEIMEVwE T
B DL VAT, A E OMEIBCK & R,
KRB ORI DVT OB Z B0 7z, bhvbh
&, BRI, WERCT 2 W72 C, TRERIMD
Mo MEEREML, 499% & E*R|ZDVT %
BdFZ L ERELEDY, CoRRE—HLT
Wizo HASEOERT, FHEERTZI—% CT#
AREF DEKIZ X - T, DVT OHEE OB A H
MU RESESEZ 5N b,

MEZWMAEEL LTI, HRekET, &
RCTIZXAMAEEEZTE LzZEh0, 884%
DB TCTHER SN, MBIRER L EHET
93.5% OB TH{F L OMEZK P ER S LT
720 FER, BHRAR, MR F v v T 723 MEhiRE
BOBWMBERTH - 20EROBIIEICHRT,
MEZSWROMBENALNT, EHITHLT T —
TV d 88.4% THIATENTH Y, HlE&ME)TE
EZWROMELIZERL L EZ N7,

FA B OB AT 2007 FEDOEICH L T, K&

TL, TRERY 4 Vs —BBFOEE DL T
Ao, FMHT, BRLAFPEHFEN LD
7RENED B A2, DAEIIB VT, Mg
ERRMAERHAISWIML, S5ICKRETEAT—T
VEEDERLTWDE I EhD, FHEIOHEE
PET L7 WED S 5. —F, FHRFOHED
NYHA, =RFUGH DT, 65 F 547 H
BNP 1%, PIRMBICIE L CTHEBICEL T, Filio
BRBAREE NS, FHFIOBES, ETRICHL
T, SBEORLRHAPLETD b,

TG A SERRSE DR F MRS 13, PIRLBI, TaipI &
DI EBHEETH >0 MEDEBHOL Y
Z U —OHETIE, HEEIT528%, T
T283% & &Y bHPEIIBWTIE, FHHIT
DERBENEBICEETH o /2. TSN
PEIESEE, EHAMER & % 5. BUIE CTEPH (2
M PIRE AR & § 2 KB 23010 & RO
ROWMEIIRO LN VA, 4 FY ZADREL
2 EBE OB 2BV T S, LS R
B CTFHRALEL TV LR 5TH
D, SEORERED ZNEITEFHEINTHSD
DEEZOLND, LALENL, 5% KEICH
T2 BHAERRD 720 OERRBOHEE R &
ZZbNb,
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