Fbini AL AEDISTHCHRF - TRRERRT - JaFEEE(CRIT DR

EEHEBBFMRICHSTS CTEPH

2t EARERSIAELE (CTEPH) DERIRIAZE - BIEAFRSELESBRFARZEE L LTS, 1975
F(C [RFEUMSmMELE (PPH) FEMFRI] A5 END. 2020 FDRSET [MEMITIRIFER - fs T
RESREMAZNE] EUTHBIL TS . BARICHE T DAFTIMORFER (L. MEMELE (PH) (CBIF S WHO D—
IWRS DRSO ADOREEMEUTER D EHDPOT UV, BREHRAOTRNISEVWD K THELSERSN
TETWD, E1EDPH (CEF 2D WHO D—JLRIZMRTIAG 1973 FICRESNZN. TDEROMHAR
BRNEIRTH D, % 2 BIDFRMER 1998 F£TH DTz, HARTIE. BFERAEMAFTIEFH LT 1998 FI(CH)
HTOEEEFREZNMIT. BRFOEBERHMEN > LZ2RIRUT. CTEPH OZEBRELZ 450 &
ERWEBTHD EHEESNC. TDE. £ED CTEPH BMREDMGNRING D, 2022 F (B 4 &F

E) DORFRTIEEEDEERZL 5,230 B E2D TS,
MEmMEECMTS [PPSR AR - B iS i F BRI ) Sl &£y = B
WHO World Symposium p g ey ARG REBROIIRE U TOREEERAE
1998£F
19734 #H1E Tax—7 19754 BAEFRBRRREBONE
[RFMEARMERE (PPH) [RFERREMERE (PPH) J
BEARMLSREE Bicsasas Estimated no.  95% confidence
of patients intervals
1998% 2@ TEF> 19984 (MR SIAEIAFI ) [ Bt dussae b e e 450 360-530 ]
PPH. fFRMIBMAMSEISE-WSMmER -
20034 3@ A=A SERE A RE - - T
FORMIRAEAPAMETE (PAH) Sl Ll - e _
20084 4B FHAC SRR AE (R 180 150-210
20004 [DFIRRE BT IR ASEIREE 40 30-50
PAH. CTEPHIC&HZ®
20134 %5E —-X LCH (52491 \ > R HERRSELIE) 160 140-180
20154 PVOD/PCHHISTERK & LTl EFERSUE 190 150-230

20184F 6B ——X

Tatsumi K, et al, Jap J Resp Dis. 36:1006, 1998,

2014 FE~2019 FEDEEFBRZMATT ARAKREZEES—ENFEED. Minds FB5ED CTEPH D2
A RSA>ZBARMBME - ERFS (BFER  BE—) 1SRHIU,

BELESBERIFARE FRAZE(CET SHAEMRFR
(EBFNS04F ~F07TeE)
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B&(CEFS CTEPH DERFRISE

FEXRZFIRZZARHCHS 1D CTEPH DAL 2004 &£ XEFIEHND PGI2 SERELTFEZEOMTRHNS
1aE 3 (Respirology 2004;9:184-189) ., =D&, HEESEDERKRIEFEE HLA EDBEF% (Eur Respir ]
2005;25:131-8) . ACEBIzFLR &FEDOBME (Circ ] 2006;70:1174-9) EERIL. 2008 &£ E|EHNX
FHEARA CTEPH fF#iE FE &7z (Circ ] 2008;72:2069-74) . HARAN CTEPH (FRK & LEE UL T, H
MCZUN (B 1:32 1.7~3) . FEREEARTERMEHCH U TIEEFIDIEEN SV, MAERIEDIEIRNERSD
TURUBREINZ L, SEEPERIRIMASAE (DVT) DEEEMEVNEWDIERTH D, HLA-B52 Bﬁm’ﬂm\%’wn_&
M5, BARAN CTEPH (FIMMBEXRENZNEEZI TS,



E#ACTEPH(ZME#RHS |\
MRS TSI & HLA-BS52 B D
HLA-B*52 |
simaas | L
p=0.0016
181t i 48
PR EEASE | )
ar
FhimiREEesE | 2 7
0% 50% 100%

Shigeta A, et al. Circ ] 72:2069,2008

CTEPH EBFBRT1TVI)—=5>

Cumulative Survival

BEMLELMENBMERE (CTEPH) TR
ERAs / PDES-L&RE S (T E# DA FiERbRIF

1.0+ SEEATFE : 87% (2005~20104F)
Group 3
0.8
Group 2 (1999~2004%)
0.6
0.4
5 : 55%
LR Group 1

0.2 (1986~19984F)
0.0

T T T T

0 5 10 15

Year from diagnosis

2219 16 13 12 11 11 6 3 Group 1
3328 26 24 21 " 2 Group 2
40 31 19 78 Group 3

Patients at Risk

Nishimura R, et al. Circ ] 77:2110,2013

CTEPH T (& fibrinogen-aiB{z ¥ 3’ KimsElsk (3'-UTR) D 28 IEE D deletion/insertion M EDFIE (C
5L >3, fibrinogen-aE=FDFER(E 3-UTR DELFLE EEFK. miR-759 (CKDFIfHIENTND

(Human Genetics 2010;128:443-452) , KEFFIZE (L CTEPH (CH U\ T fibrinogen-a chain fragment M
EINZERHTUS (Circ J 2011;75:675-82) . HEESRER(L CTEPH TIEMigI U /-2 5iE. TS
A=) =T UENRER (KD AR ORAFENENC EZRUE (Circ] 2014;78:1754-61)

B ETFHIDOPEA BT RN AT

1.0 o
0.8 - ‘—|
o 5-year disease-specific
B _ survival
D 944 Group A: 84.0%
i Group B: 100%
0.2 4 Log-rank test
E P=0.0041
00 T T T T T T T T

0 2 4 6 8 10 12 14
Years from Operation

171713 9 4
8176 56 44 24

Patients at Risk

Group A
Group B

CTEPH [CX19 % PEA

PEARDEERFR (FHEILT - RItesSE)

1.0 -

08 -
g 056 5-year overall survival
e Group A: 73.2%

04 Group B: 86.2%

1 Log-rank test
0.2 P=0.0490
0.0 = T T T T T T T

0 2 4 6 8 10 12 14
Years from Operation
1818 13 9 4
9276 56 44 24
Patients at Risk

Group A
Group B

CTEPH J&f& CH¥)(CHETL UIT/aB (I MiEAEERRT (PEA) THoTz. HEER(E. MR TRIEIIRRLF
BlE PEA BRI DN, IR TEEDGSHZ N ENGIE PEA BMIHIZETNZ W EZ2RBDTE (Chest

2012;141:929-934) .

FORR T SRR RFSI 69 MBFMH (FlEzhH)
P12 < EH1RBL EOME FRENNERENS

type 1

Ppa 73/23(41)mmHg CI 2.1 |/min/m2 PVR 823 dyn - s - cm'S

Tanabe N, et al. Chest 2012;141:929-934

ol R teiiving N =1
MRS TRRES. DIMCEREND, FRETATOREETERENLL)

Ppa 111/36(62)mmHg CI 3.11 I/min/m? PVR 1414 dyn - s - cm'S

64 & SHEFME  (AHHAZETH)

Tanabe N, et al. Chest 2012;141:929-934




BEESTS5(E. CTEPH BECHITDREZEBME L PEA BOBERMEMKIE (RPE) DBHECDLNTE
T UTz. 2014 FE(CHED Gan 551 PEATHID S E 2 ENIREEIEN RPE DFRIEZHNFHI U DD EHELTULD,
—7. CTEPH (CFRHSNDREZEIIRILRIE. AMODEMZ BRI D&ENGD & MRERIFOEME
EREEZISIT RN GD D ENEBMEENS (FIREEIND. [EZEIIMILKRE RPE OFRIEDEEN
HBDEEZISNTUVNDN, ERICITMEDORE(CDVWTEIEIRS UEERT -5 (30, €T, [BEXE
ITE S (TABAs) MitllE EEBIC. [EZBRE (mean BA diameter) @2 DDIEZEZHAL). RPE DF
fif - BEE EOEZIRN Ufc, fEREUTEREZIIRDILRE & RPE DOFAE - EAEL & (FREEZE R
RMho e, MAICREXIMMEEREITDOREBICDVWTIEIRIEERBORMNG D, =SRIRIHNVRETH
% (Pulm Circ 2020;10:1-5) .

PEA (& CTEPH (CBWTIIBERRNMRINAEE CHD. CT RABFGUHTEEFBENTIRL ., MMMiEER
FEICHBITDHREENZTZHMAEL DD, F/o CT (FMMRDOBARAIEZHET D ICERVERETHD. T
ZC PEARIICHITS CT imaging MEZBEEE S LURIMRZELZRIRL D DM E D2 REHREIDFELL
2o EHEMRFKZMITUZ. CTEPH T PEA Z% 7z 58 2B EZXMHRE LT, CT texture analysis

(CTTA) ZRWTHMARDAEEZIRET Uz, MIMROANIEZRIRT D CTTA (CKLD CT imaging (A
BARE B8R L CTUVE, PEA ZBOiEFKRMSIMERE(CHUNT. Kurtosis, skewness, uniformity (FBE(CIK
<, entropy (FBEICEMD/E. PEA X}z CTEPH 2& (VLT CTTA EEALE CT MilIC KD AbI
MOMNMIEEZREUR 2,

1A. patient who showed good improvement A1: Pre-PEA 1B. patient who showed little improvement pi. pre-PEA
M = 1200 .

Y3d-2id
V3d-2id

I

Counts
|
Counts

Vv3ad-isod
V3ad-isod

vvvvv

500 560
CT values CT values

CTEPH (CHB+3 PEA ZO%EMEIEE (PH) (IREAFEICEBVFEERZSX 3, PH (LT 3RELA
. BPA N PEAZMD¥%F PH ZRELDDINEDIHERETUIE. 2011 £h5 2019 F£E TICHEIT UTE PEA
47E 80 BEMRE U TERARNIERT Z OEMmEN ARM—&4ES EHERTRZEITO/Z. PEAL1 4B
#%. 30 &(E MPAP > 25mmHg M PH ZZ2LTHD. ZTDOHD 23 %% PH ARKAER. 9 %&(L BPA =17
DTLVE, BBERPIC 11 ADFBE(FFET. 8 A(FFK&AF PH MikEtL TLV/z, ETHE(E. PEA 1 » BA%EH
5 1 F%TO mPAP DETIEA/ NS, 1 F%D mPAP EHSIEZE L TUV/Z. PEA EZOEAZET(ICEL
T. ARIBEZELU CTEXRF PH ORENABVEFIANAFEABVN EMNRENTZ (Pulm Circ
2023;13(2):e12215) .

CTEPH [CB(}35%CSA<5

CTEPH (CBIFB > E1—SMERE (CT) (CLB%CSA<5 (FHDMEIEICHK I BEFEN Smm? KD
MEDEE) ORANERICEAULT. ZEEE. SHASMEST Uiz, %CSA<5 H' CTEPH EBEO/IIT
ERE(IC EDIRERMRU TLWINIARBATH D, AvBARAIFERERRMT (PEA) M'%CSA<S ([CRIFTHETARHAT
D, TIT. CTEPH BEICHITD%CSA<S5 DERKRNEZRZFHE LUz, CT T%CSA<S5 ZAIEL. Al
HF7—FI)URE (RHC) ZF1H/z8%F 98 A (1 64 A, FHEFEH 62.5£11.9 %) ZXHRE LTz, %CSA<S5
& RHC THITE Ue i T#ie = 2 AEAI THRET LTz, €MD& PEAMZENE. Central disease score. Perfusion
score M 3 DDIEETENEN 2 EFHCHIEL. DEHIIFERK(IC%CSA<S & RHC THRITE UzfhmmiTEiiE%=
BB CHE Uz, PEA ZF 11z 38 ADBE(CHULVT. %CSA<5 EMMIMITENIRE & DEIHRE PEA DRI TS



fliL7z. %CSA<5 ERMEERS . O TS5+ 7 >R, FHEIRIRE & O (CBRISAEREN IR TOERETEH
BRIz, PEA ZiE T UIZRE. K/(d PEA DEIG &2 D TZREDORMITENIRE (X, %CSA<5 EBE/IERE
ZRUTZ. =5(C. %CSA<S (HtTRTEE L DEERF CHRRICEN D72, %CSA<5 DZE{EE PEA HIEDABIN
ITENRE E DR (C(FABRA (72N DTz, =5, %CSA<S (FFEEBRIGBEBEZ RSN DIZ. %CSA<S (&
FRixERIMA®Z S CTEPH DFFMITEIREZ RBRL CUL\DEIREMN' DD, S5(C. %CSA<S (FliE&d PEA (C
Ko TRAIUZ. UM U, %CSA<5 (FFRDIEIRT(F/2< . CTEPH B& (CH T DERKREIBRAMEERSNT
BD. =SRDREENNVETHD (Pulm Circ 2023;13:12287) .

CTEPH [CBIT2HERH

FZHEE (O BREEHSEME CT HifTsRE 8. CTEPH (CHBIFDLERROAEANDEHIZ KRR
MoEH., FIOMEIREDHETEICBRATH D ZEZRUIE (Chest 2013;143:1070-1077) . &5I(CAZH.
5 H5(E CTEPH (CX39 % PEA 1E4TRI#& T ECG-gated 320 slice multidetector CT (CT:OEFREH—T D
ZbzEARET Uiz, PEA BRI CORAILHT—)LICTHMITEIAEZ 5 MM Uz, K2 UGERR - HLsRER(ICHE WL TIO
EFROMERYREFE U, INEEAO LERROERER (I TEIRRDZ(L R U TULVZA, HEGRER
DILERFROBIZERF R (IABMITEIREDZEAL AR LU TLVEM o7z (Pulm Circ
2020;10:2045894019897502) .

80

701 L]

¥(cm)

(x-a)z+(¥-b)2=R2

g <

X (cm) X (cm)

| n=44
| r=-0.86 (p<0.001)
r2=0.74
| Y=-41.5X+42.0

-04 0.3 -0.2 0.1 [1] 0.1 02 0.3 04

Curvature (cm-1)

Sugiura T, et al. Chest 2013;143:1070-1077

CTEPH R#&ER ~ELF+2)(D CTEPH ADBIEA~

RREEEREN IR, CTEPH I REUSREEERE (ERAs) . TARXTAZIRFTS—E5HE
£ (PDE-5I) ([CXDARIAER. MizRRIERT (PEA) . BPADFERESHE T, BEN(CHELTET
WD EaPardfmARER e E Uz (Circ J 2013;77:2110-2117) .

CTEPH (X9 DEMECEDEIRIZSIBESN TS, AhEIBRIEATE MELE (CXF U CTEECS@EA & 7> TN
BDROTORIBA OV ZEMMEBETHDIELFZ /TN CTEPH BERICEBRATHINENZIRFT LT
phase I11 ;#8%. 78 ZMHAA CTEPH & (FHn#EIS/AUL. PEA/BPA &6 PH W5t/ BF) ZHREL
TEERHERS >4 AMELEEERER & EE L /=, Primary endpoint (& 20 #T® PVR Z{k. Secondary
endpoint (IEDAMTEIRIEIZ. 6MWD. Borg scale. WHO-FC TDEYINDZAL. EuroQol five-dimension
five-level tool (L& QOL. NT-proBNP & U7z, PVR [FZLF3 /(%58 T 98.2 dyn - s - cm™ DK
F. ISRBECT4.6dyn - s - cmP DR T TH D, P=0.006 TELF/\IERSECTERMET AR
Jzo 1(MREL & Borg scale (FBRICHELUZ. CLF/\WUIRSEOEEESRL PGI2 %5 (4D —HRINRE
KRTHDJI=. CTEPH BE (FHn@iS/2 L. PEA/BPA 6 PH H'iEkt,/ BHR) (CHLTELF /I (HEE
MEBEDNE(FERDIIMN D> =M. PVR DeiZEZ 287z (Eur Respir J 2022;60:2101694) .

CTEPH KABUKI trial ~DJLI 7Y >(C319 S DOAC DIELE~

CTEPH (S UTREEDILI 7V iaRziin g d2mENSHD. UNULIILT 7 UZERICITBEEESR
MOEEDTHD. EF DOACs M HFE=N. ([LEHE). FEIRMATLEICX I D2ERAMENRDESNTND. €
Z T CTEPH fEfZZ35k & LT DOACs D—DTHDILRFH/ICMDILT 7 U S LR UTISET
3D EZFERT D726D KABUKI trial Z1EE L7z (BMJ Open 2022;12:e061225) .



CTEPH AC Registry (& CTEPH (C3x§ 9 2#2OHUEEZE DOACs DL 7 U DEeM. BRMZERET L
FERIREOAARICHFTDIR— MAKTH D, 20 %A LD CTEPH LR, aFREZ (T TLRL, 7200
UlEBETRDOEEZINRE UJc. Primary outcome (&, RFETCZSORTE, BEBRFEEXR. MMEIL
SREDBINGS. MGmDicoOBEREEE Uz, Z2MEHRMBRISFE UL, 927 2OEENUIIL—
N&MN/z. DOACs &SREMIN 52% Tdholc. 1 F. 2 F. 3 FDRTXR, AEERAEXRC(IBEREILR
SN TE. 1 F, 2 F£. 3 FOHMARY MM DOACs 58 DA Mo Tz, Cox /\H— REF
JLTHE DOACs DAHEREREY (CBAS AR INEANR M D 7= (3 Thromb Haemost 2023;21(8):2151-2162) .

A Morbidity and mortality events C Clinically relevant bleeding
0.20 o
p=0.52 p=0.036

@ 0.15 o 0.15
© 481 | 375 | 342 | 169 | 102 | 64 = 481 | 380 | 348 | 169 | 99 | 63
= 446 | 396 | 356 | 177 | 105 | 61 o == o T e T | s
— 0.10 = 0410
14 @
w — o

0.00 0.00

0 180 360 540 720 900 1080 0 180 360 540 720 900 1080

Days after registration Days after registration

Major bleeding

0.20
p =0.007
o 0.15
E 41-51 3?1 351 1‘73 102 65 DOACS =
446 395 363 80 104 60 .
£ 010 - Warfarin -
e
L
0.05
0.00 —

0 180 360 540 720 900 1080

Days after registration

CTEPH TIREEESZ> K #HMETHDIILIT 7 U (ICKDTUBREREN. MMEESEOBR.
CTEPH DIBEFH & U THREINTLVSD. UM U CTEPH (CX 3 2BOVUREZECRET 25 245 AMELESR
BRIFERMEMNTULVRL, KABUKI i#tR(E Xa BHEFETHDI T RFT/CDDILT 7 U (ST DIES ML
BAgDlzhd. EFFE, Lk, HERS>AHAMUE 3EHRTHD. ARTHFr>ETJO0NI—ILIEE
L UL SI(C BMI Open 2022;12(7):e061225 (CNAFKEH CTHD. 11 DHEEEHASH. WHO-FC 1~3, D
LD 7 ) > wEFRCRIK 3 4 B3k U CUVVTESAIZ A ANz, BPA/PEA KE{T/&. PAH JAEEZ A
FDEEGHEHHFANTZ. DILT 7 U (CKDEESHARDEZE(CHELY INR 1.5~2.5 ([CRBKXDICUZ. T
RIEFH/> DS = (FERRIMISE (CXH ITDIREE2ELRACE LT, REICKDERDFEEE U (60kg ML
Tl 60mg. 60kg k& Tl& 30mg) . Primary Outcome (& 48 %D PVR Z{t &L T. Secondary
Outcome (& CTEPH DERERIIEAL (JET-. CTEPH BEART. FhMREMADICHDORSIERE. MEHLRE
DORIERVLUIJIRE=EIN. WHO-FC DZ{LIRLD 6MWD D 15% EDIERT). WHO-FC. 6MWD. NT-
proBNP & U7z, BRIRIMARTERUE. D-dimer {B(IRRN 7D bHLEIEE Ulz. Z2M(FRERII(CEASHVR
HIME Uz, 49 BEDERELVT. TRFYH/ICDDILIT 7Y (T DIELMMNEEA SN (Circulation.
2024;149(5):406-409)
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CTEPH AC Registry

2018~2023 FEDOHAKICHFD CTEPH AC L X MU —(CHUT. BPA KU PEA DFERZARIELTZ.
KBBEDEEEF (BPA 3134l PEA 56 #5l) &I TITEERT UIEEEE (BPA 561 5. PEA 129 41) (C
DT THRET UTe, FEEER, HIFEREX(EIEEFETHD. WHO-FC, 6MWD, mPAP K FERIZE Tdh oz, eGFR
THH U /=B e (L BPA B¥ CeliEEZ 3287 (JACC Asia 2024;4(8):577-589) »



CTEPH Mi2MIEERAETHAZE

CTEPH FBEDIMEHIRIEREM(C (X, AR (MFL) SRR (EL) AMEFEELTVSD (Int
J Cardiol 2012;159:119-127) . AR (EL) (FRIEXRY—H— (Vimentin) ERE~Y—H— (Factor
VIII) MEMHETHD. iR (MFL) (FEERY—H— (Vimentin) EFEBHNY—7— (a-SMA)
NBHETH D, BR2MEEEZEL TS, REM—BFE. CTEPH M2 AEMNMERR T (L, HRHIFE
HROBIT - b, BIBKHRRN SDENH D, BREIRIEIEZER L TLND EHERAILTULVS (Respir Res
2011;12:109-125)

EHSHESE SR (MFLCs) & RIBSESE L 1= ES SRR _
FEMBEARERE, AREEGREZUE, CTEPHIMEDATEMBRAERM T (&
i T Yo SMehtas DBRIREEER ST

Repair proscess

Intimal injury

Intima
Media
Adventitia

<@ Fibroblast
> Circulating progenitor cells
@ Residentvascular progenitor cells
2% Hyperproliferative? @ Mesenchymal progenitor cells
S Myofibroblast
m Neointimal lesions

& Pulmonary thromboemboli
(necintimal lesions)

Thrombus formation

:|:'7‘l

I . 7 Intima
Factor VIII&aSMAMDco-expression 5& Media ke
PAFLCs : pulmonary arterial fibroblast-like cells; MFLCs : myofibroblast-like cells; Adventitia
Slesersoiciohiliests SR HEMERE (CTEPH) (C51 3R MBNERTOR Sacmunsl ek ez o1

CTEPH T (ZRRID MRS, SRABABIME OIS HENE L
THD. MSIMEEORIICEASLTLE

n=16
r=0.794
p = 0.0004

Y

0.6 0.7 08 0.9 1
Mean obstruction ratio

Jujo T. PLoS One. 2015;10:1-17

CTEPH /RiBRZE (C BT D IREMREREDOR S

CTEPH ORRA(CIEMERENES U TV EBESNTULDIN, ZOMF IR TH D, iAF. PAH BE
HBEKU PAH EFI/ILEICBEVWTHREMEREAZILL TV ZEMREETNTLD., T TEREITSIE.
CTEPH EF(CHBVWTIBEMERZEDOZLDIFHZHAS MU T, TNH CTEPH OXERELEBFRLUTHDM
EDNEMEST U, 11ZDCTEPHEED KU 22 a0EEEFEY > TILEIRE Uz, URY — /A 16S rRNA
BLF. REEHEYA MHABRUIY REFS 2 LANILZEFEE Uz, B tumor necrosis factor-a
(TNF-a). interleukin (IL)-6. IL-8. macrophage inflammatory protein (MIP)-1a (& CTEPH B2&TL
FUTWez, MBI RS ILANUIECTEPH EFTLERUTHD. TNF-q, IL-6, IL-8, and MIP-1a
levels &IEDHEBERGRERDTZ. BEMERDURY — /A 16S rRNA B{LF (& PCA fi##7C CTEPH E& (342
BEEESHRERZRSD. CTEPH BEBAMEE alpha-diversity g &Rz, BARMESEZ TRl
% random forest analysis Tl 80.3%® accuracy Z#xU/z. CTEPH EEBNHEZOMERK IEEE R
RO, RIEWDA MAOAZBELUTIY RS2 LANLEDBEFHZERSDIZ (BMC Pulm Med 2022;22:138) &
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EAlEEE%Z T8l 9 2 random forest analysis

CTEPH KM OmEAKEIFEME (EPCs)

CTEPH (F28E1bmis &RAEMMEIIRD Y TS U > JIC K DS MEEZE S/ IHAMERE T, MEiRY €
FTUSTCEHNEEERARCHESIARELRMEFENESITDEEIND . FEMPOMmERZFIBRHE

(EPCs) (FEBEMSFHEE N, NRMRICOEUVMERECEASI D ESNDM,. CTEPH (CHIFDEENZ
AEATH D, &£DTCTEPH [CHFD EPCs DiFAERAS ZfEIAT D2 7B E Uiz, EPCs (GRAEMEREK
thad CD34*/CD133*/CD399 #lifld & UCER) Mz JO—H 4 hA MU —(CTEE(E LTz, FAEMmEEk
% fibronectin coated dish TIF&E UERA UTflif@Zz EPCs & L. EPCs7a(\U EPCs ® conditioned medium
% & MM E AN HRE (WPMVEC) SIBE UNKEREZSHE L/z. =5(C hPMVECs %Z& sGC TEEHIE
L. EPCs =N UTzcRHEE & LEB#RET U7z, Riociguat %5 N TUVEEE(ERMEMmT o EPCs #ihEE(C
%Zh >lz. tube formation KT wound healing assay T Riociguat (& hPMVEC DHEEETTIE % 52
EPCs ODHEEETLIE(E sGC (C KD EIFRIE KX DEEE T Dz, Riociguat (FRAEMAD EPCs ZENM=E,
EPCs & #2H U HIFBEE R T S B D & TCTEPH (CHBIT D MEBEANREERERBIESE S B3 T LN
ansz (Int J Cardiol 2020;299:263-270) .

YA SSAE R FEE R AN TE A EN IRIRFESE PPS DB XR(CH T S RE

B EEAR RS MERE. FENARIERNS MELE & OERIN BRI MERER [ B AFER FEMERE 4T
BIIRERZEAE PPS| OBAKCHITDIREZEREHTZ, 5. FHRDOEEHRE L CORBZERBL TS,

RAHERMENARERAAE PPS (£, FENARERD S ARIEMENARE CLSEE CRENTR SNDRETH D, FER
~/\B PPS (FHEIZSNTZBIZTH DN B AFEREDHFFEME PPS DERARFFEIIBASMNIESNTLRN., Z
ZT. #ivEss (PAG) ZitfT=N. CTEPH BLUSRBMMAN R NICRBEZAAREENSEET U,
BEER. OLHOT—TI)UREFR. MBIMEEFIR. MiTSn/ioaBmedb(CHiE Uz, 20 BEen's 44
REFINEEET SN, FHIFRR 39 & (29~57 /%) « WIEEIS 66% TH Do, XIHIERAEN 93%(C. KRiBAHE)
ATERZED 82%(CEBH SN, 80%DIEHT PAH AEEIMERTNTHE D, 50% TEBODEFEEMERS
NTWE. 57%DERICHT—FTIVBEMNEITSN TUL . ALAT—TIUREMR T, BEICKLDF
PIRPEIRES KURBMERIADREZBHTUVC, 3 F. 5 F. 10 FEFE(E 98%. 89%. 67%THh D
Iz

A AFEERFFEERAE EAMBIARIRAEAE PPS] TIXBFAME. RIEMEMBIIRIXE 252D c, EEMMSMEEZ
FEUTVEN PAH BERES XU HT —FTILBRICKDRENEZRDTTAEMNEH D2 (Eur Respir J
2023;62:2300763) .



Patient characteristics Stenosis sites //—
Sex
Median age at diagnosis

39 years old

Chief symptom
Dyspnoea (80%)

Comeorbid cardiovascular findings

Moyamoya disease 18.2%
Narrowing aorta 15.9%
Cerebral stroke 6.8%
Fibromuscular dysplasia 4.5%
Bronchial artery shunt 2.3%
Congenital heart disease 6.8%
Pulmonary artery imaging findings Treatments and prognosis
Perfusion Angiography=standard for diagnosis
= Tortuosity
+ Thickening of the medial layer 5
» Segmental to peripheral stenosis
PAH drugs Combination therapy BPA
Wedge-shaped
Treatment responses Prognosis
' mPAP 11% § 5-year survival
89%
11% PVR 30% §

10-year survival

Mottled pattern cl 1% ¢ 67%

CTEPH (C35(7 S HEIRMFIR[SE

CTEPH ZBE(CHVWTHRIRMTIREEN PH ORRIZICEAS U TLWINEDSINIFRBETH D, T THRESRS
(&, CTEPH [CHITDIEEUREDEE EH(C. FmmiTEiEs. BEERIFIRFEE(CRE L TIRET LTz, WatchPAT
200 ZAHWCHEIRREZMITUM. IPAH &HEBRUL T, CTEPH TI(IBEIRMINIEEZZ528 Tz, CTEPH Tl&
TNF-aLNILAE L. BBIREFOEKE R (XMME TNF-aLRILDFRREF ER>TLE (Intern Med
2020;59:1819-1826)

CTEPH [CB TS HAEHRKIEESOHEF

CTEPH ([CHT DMAESMIEENMEREDIEE CBRUTVWINE DN ARATH D, CT MEESF T
i U7z M EBRAZEREDIEEMN%FEV]1 EBMFRLU TULVZ. PEA Z%(F/c CTEPH 2FD—SBICRHAEMRKES
DWENZSH SNz, CTEPH OMEREEEFR/\AOX N —(CHIFDIHBHRREES EMAEFZRLUTLE,
REGROEEITATH DN, MMERE EKEREDREFZRISEBIRFTINETFEELEZI SN (BMC
Pulm Med 2021;21:407) .
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