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6MWD: six minutes walking distance

%VC: vital capacity as percent of predicted

A-aDO;: alveolar-arterial oxygen difference

ALKZ1: activin receptor-like kinase 1

BMPR2: bone morphogenetic protein receptor type 11

BNP: B-type natriuretic peptide

BPA: balloon pulmonary angioplasty

CAV1: caveolin-1

cGMP: cyclic guanosine monophosphate

CI: cardiac index

CTE: chronic pulmonary thromboembolism

CTEPH: chronic thromboembolic pulmonary hypertension

DLCO: carbon monoxide diffusing capacity

DM: dermatomyositis

DVT: deep venous thrombosis

ENG: endoglin

eNOS: endothelial nitric oxide synthetase



ERA: endothelin receptor antagonist

FEV1,0%: forced expiratory volume % in one second

O,: fraction of inspiratory oxygen

GTP: guanosine triphosphate

MCTD: mixed connective tissue disease

mPAP: mean pulmonary arterial pressure

mTOR: mammalian target of rapamycin

NO: nitric oxide

NYHA: New York Heart Association

PAH: pulmonary arterial hypertension

PDGF: platelet-derived growth factor

PGl,: prostaglandin I,

P13k: phosphoinositide 3-kinase

PKG: protein kinase G

PDES5: phosphodiesterase type 5

PDGF: platelet-derived growth factor

PEA: pulmonary endarterectomy

PH: pulmonary hypertension



PVR: pulmonary vascular resistance
QOL: quality of life

Qs/ Qt: shunt ratio

RCT: randomized controlled trial
RPI: reperfusion pulmonary injury
SgCOy: single breath CO,

sGC: soluble guanylate cyclase

SjS: sjogren syndrome

SLE: systemic lupus erythematosus
SPAP: systolic pulmonary arterial pressure
TGF-f: transforming growth factor-f3
VA/Q: ventilation perfusion ratio

Vp: volume of dead space

V+: tidal volume
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Gikzs N2 Spell out
\ EUIN¥AS s Volume
V ERiinE=s Flow
Q IR DEFE Quantity
Q RAR D & Volume flow of blood
P S Pressure
S fEFn B Saturation
C o Content
F A A ST 1H| Fraction
[ WG « AR EOFTTE, BB 2 9]
Gikzs N Spell out
SUAH I & Inspiratory
E A Expiratory
A Jifi Alveolar
D FENE Dead space
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A E]ilTS arterial

\4 21/ venous

v IRA wRIR mixed venous
¢ eSS LN leaving capillary
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1R AR ZERRIE (CTE) I8 Al X 0 BIARASPAZE L. Wfiif i 53 A7
RO IR AT ZRIEL., TORFEN 6 » HLLRIZH7Z Y EE LIZHRET
H5H Y CTE I2L V., MEifEiE (PH) ZADF L7 RAEAME M f AR TR E i )
MERE (CTEPH) & BRI, HOLAERNGIICED, Hd Tldd 208 THA
BO¥BECTHDH, PH IZAELD T —T VA TOFHMMERE (MPAP) 73
25mmHg ##x 5 b D L EFRT DIEMHEIEE SivdH, 2013 FITWE S vlc WHO
fifi I ERE 340 (=—A508) Tid, PH A5 EEZTRRIZEY 5207 0 —
T EN, CTEPH IZEDOH O 4 BHCE LTV 5 2 A TIHEA I BE
2LV 1998 fFICHERIRE 252 1), 2013 FEHEARF THEFESI N TV D BEEIT
2140 N&Ed, Ll s, JREARHOBEIN & SHBZEHIIE > T
FEGINZ < | IBTEMICIE S DIZEZEOBENFET L LIS TS, BCK
LT 5 & BERUE 2006 FEOAE TOHE TIERKD 1/8 &/07x< 8 M
AHTIE 21 & ZMENE L, FIEDTIERIT 6412 5% & S D 4,
F - BVEM AR ZERRTED O OBATHE & LT, SRR ZERIED 3.8% 03 &M
b2 LEN5° ZOKTIE, AEEAFES % 5 FRMRREER L@

T, DR R A T 1 AR R IS HEE IR BRI A 30mmHg A8 & 72 b D



2N 43.5%, 40mmHg 22 7= b DN 51%THY ., ZDHH 75% (3.8%) 754
LI A NIRRT (PEA) 220728 WO ME s b sh T s, [
WG TIE S BITANEN MARTERRSE % 38 B C/UMEE I BT L C o0 4 UUAH 01 Al
ARE DA E AL © 95 & Squ, APEfifm iR ERE B DR LT 5008 9 vk

W) RBOICEHBERIFIE LS5 TND

<CTEPH DJFAl, fakirK+->

CTEPH DFRAIIZ, BAREIZ 72 > TW 7R, JRIA & LT RIRAEBIE D D 7o v
CTEPH OET /L~ U A TIRBFFEMD DA LWV R & Sh, FREERFSEIT IS
PEA T & o TEHRE S N7 2B b fite 2l - TR B Z e bh T b,

BUE, b ANRFEKE LTE, 5202 DOREIC & 2 il e 284 112kt LT
DRGSR D N AREEBIRIC X A HAEMEORIME Snb T, Zhic
0, MifE N CERE AR K DRRRE e sE . PAZE S R L. IENRED &
FERET ERIFFZ, AR K > THZE L TORWEIR~SEAR 0000 2 &
CTHRENRMENT & fEE (PAH) ICABND KO 2EVETFT Y o7& L, fi
BARED EAZ#E L, PH S ERT S,

CTEPH (231F 5. associated medical condition (AMC) (21, Mg, K

SHIEIC K AMEBLEY ¥ o b, RIEVEGER, POBEIRD 7T —T7 LV ORHEE



B, BRERIEGIN B DN, R TIZ NS OEIHEEIZI L TEm RN E N D

WAENHY O EEED AMC 12OV TR 72 S0,

<CTEPH DK LI L U2 Wr>

CTEPH O FZEZRJERITIMERBUINTH 203, TAUTH ORI O
i & AU A 23RN T 5, F 72 acute on chronic & FEIZL%, CTE 23
FEREGBICAFAE LM K o TRAZEE R L 0 P CRMERT AR iE 4 38 = 3
PRRECIZRAM, Mdia7e EOIER b b D, —J7, BBIRICHEITT 2 REFITIZYT
EREBYIN OB OBE AT D, 2D X9, HEEREZA L, EEEE,
AMC %7225 CTEPH Z 86V, DAT D X 5 RGEREIC L V2T 5 2 &8, FER
DERROBIGTIZFER TH L, 2WAERIERS Y & TIPS, CTEPH
(X2 — IR TR S LTV,

NI ZH & SN DA RIE, Uit s > F 77 5T ORI I A
~ v FOFE, MBIRER I X 28E(LMEOFE, b ITH LT —T L
R CTO PH DIFAETH D, oMM CT TOMYFIZI51F % mosaic pattern,

FER B RERR A CIIMTPLHEGEE (%DLCO) DR T Z 588 D IEH b F(ET D,

<CTEPH Di&¥>
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WEDOWE S CTEPH Tl mPAP 73 30mmHg LA EDSERI TR FH1FE L
SRR EHESN TS Z L 9N mPAPOMmMHg LU T &R T 52 & %
CTEPH IR COE —HIEL T\ 5, PAH & R&E < B2 2 80T, MEIRNPEICE
E3 DavEfbinte 2 AR R ET 5 PEA IC K D IRIGFIEER R CTH D, BIATO
IBHRFREE 1 Tld, PEA IX CTEPH IR OH BN TH D Z L1TED Y 72 <. R
1691 PEA JEEIS R | 72 B ONC PEATIC® PH 2SR ET D BRHICIR STV
%, PEA O, OmPAP 30mmH LA L2 i & #8HT (PVR) 300dyne/sec/cm’
UL E. @QWHO BERE/P BRI EE L. b @ ifiAe o xS 23 FIHIC B L 9 HELIC
b5, QEEREEAIHENR2V B LEaND, BEISHEBICKHERR NG EN
T2 Z &0 D PEAEINDZIFITABEDOHE EL LORMEIZ LD & ZANK
TV, HFETH CTEPH B DGR 7t 2 U E T 5 BRICITRBR L 724 BHEIZ PEA
DSz 2P0 kL, PEA FEEICEBF TR L THEHRR 21T > T\ 5,

AR TIX, 2S— U MfIE RGN (BPA) & U A 77 h@ 2 FEONEHA
Wa NN THRR 21T o7, H& IOV T F TR T %,

- BPA

PEA (X CTEPH IR DRI TIixd 523, JiZ O F AN Xk X 0 KRy T

PEAIZ X 2 AW ED ELERHIAFIC < W & S 4L 5 KA CTEPH AMEIET 2 A, =i

EOHREZR ETFMBEISIZ 2R B 2RVERIAFAES DR, PEA Z AT Al E 72 it i
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MRS TN D f2R EDvE | PEA X4 T O CTEPH B3 & ik 4 D 1RIE & 1378
DG TR, TR, FINAREEGNZ T LT PAH (2 2 M E PRaRH 4 Hv
TR EAT > TX 723, SIFRIEPAH 10 2 L < %< OFidEiEIs > CTEPH
BHEOMATENRE, EBHAREZKET DITITE > TOARN M 2ok 5 A
B FATFRENS O CTEPH JEFI~DIERFE & LT BPA BRI, LD
BT 1988 AEICT TR SN TN Y, L Lend . mATEhRECESE & JE 4 4
BE 13RO W7 CHEE 72 % i 2 50 TUv iz PEA IZHE LTI 233 18,
A RTA LV THR SN DIREGIE LT 0GR 2Tz, FD X H 7aHT 2004 4
KO ARFE OIS, FINFEEIS 72 & DN EIRIE S R & 72 o T2 REFNT X LT
BPA % JiifT L. BNMIZRGEZMA 5 Z LT, # 1IRT X O ICEERENS T
HRIRRAEDNA B LT & TV 5 92 BPA ISR 2 AIIISE T O JRIA & LTIk,
REFEIEMFEE (RPI) 12X DTN EHE DD P, RPIIHA KU A Y —I2 X
B REIR OB 2 BRI I1E, 23— HRIRE I IR AL R 2R S KOV &
B0 . TENIRSMC IR 2SR T2 2 & THRIET D, AHTH BPA JiifT
BRLAFIHNCIZ, {RIEO = RARA > MRIMIEOWEH TH > 72720, IEEALIC

BEEED RPI AMZIERHICTHIE L TV, TFETIE, mENBEFEAZEHL, ~
J— YA R AR B, MATEEE O AR RS IS U CHIFRT 5 = & T 1, B

FEUIZIE RPI 200 SE5 2 ERMIHTE D, L L, REHOBER, ~L—
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YA ZDORIE, SN— ALRORATE T, AT —T MERETE 1y va v
TOMFEIR BN AR 72 1T e < | EIEO BHERMEMIEFE N AEZITEZ Y
5 AREMEILH U . BOHELZ R/NRIZ L, 2R X < MENREZ T 5 BPA 13K
RE L TINEORBR LRI 2 & 2ANKE L, BURTIZ PEA L RIFRICIRD
MM TORITZHIER L Ie o TV D, HBE Tl 2013 4 11 A LIKE, s
MAERR T2, WA RO MERIZEDOE T/ L— o X2 BRI 5 KR
B BPAVEIRZ K L TV AR, ZOFEICL LM, BE~OREE, @17

BB ERN R OMGEIL 7/ STV,

- SRR IE

CTEPH O #MiRiit, Zh £ T PAH ICHW A ELER (Fuxx 75
DUl (PGlL) A, =2 Fe D URFEETHE (ERA), RAKRTY AT T
—1 5 (PDE5) FHEZE) % CTEPH IZxt L CTHEEMIZMEMA L TE 2, WTno
AN M2 ©F v AIAFIE Lie o Tz, ZHLETO CTEPH 12X 7 5 3K
FIEDEMNENRENTZN P, ZOFTAEES T =LY 7 5 —F (sGC)
FIEETH DY A 77 3 2014 4 5 A CTEPH (Zxf L CHRER{E R & 72>
7o ZHUXCTEPHIZXILTO YU A 277 b =fHiBk (CHEST-1) T, 1A%

4G 16 £ TOBLEHMAN TIT 2k THEED 2 LG o7z, 6 2MAMTIR
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B (6MWD). PVR, WHO N DATEAARICKHES -2 LItk s &,
VAL 77 3L O PDES HESOIMEER 2 M 1I1ZR, i ROF# & LT,
VA7 T MEsGC ZiHHIL L, BIRT T /> —U Uk (cGMP) REA L5
SHEMEILRIEN RT3, ZOFEMR—m%ER (NO) FFEAFMITIThID Z
LTHD M R EILERE LTSNS, PDES ER T 7«
o ZETT 4V) X cCGMP DRz ET 5 2 & TIEYLRIEH 2452 8,
ZOERIENOEFETH D, EBHIT, sGC D NO T DIz Ex2 ) A 77
FAEH5HZETH, cCGMP DPEAZRIE 5, PH TIX, JEX LA RIE,
H O, RIESA ME 72 & 23 A T N EERE DR T 2 k72 L. NO DA RkfE
FHaEoTEY  NO HKMFEMEICIMEISRIEM Z2A T2V A 77 FOGR LY
MAEFLREEANEL TS L SN TN 5,

BATOTA BT A > Tl PEA itk D5%AF PH, PEA FEEICHIIZ FMTERRE 2 1k
BTBEHD P, L LAenS, VAT T M &2 MBIIREE T 05% 4mmHg
BETH 2, §7TO PEA F#EIEAFICX LTY AV 7T FHAIT
MPAP30MmMHg LA F23NERE S5 LIZE WV, U A4S 77 F O RAY 78 ik
DERPMEEEZLNDN, BIRERTIE, T4 R4 VL EOREITFEL
720N,

FARIGIRIC X D MATERE DU I BRI AR SE BN EE | IR &
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—HE (FEV10%) &\ o ToARNRSA MIE U3 22 723~ 5 # it 28 BPA, PEA 5T
XN TERY P2 mPAP3OMMHY A P& M5 Z LIS L 2 AEM THREED
BRI EOLD LR > TETWND, YBETIH LIER . MiTEREL L O
KR MIE DUGE A RO DIEFI L, Lo LRSS LIS BAF2 iATE)
RRZAHMERF L TV DICH b 63 GERE BN Rt L, T 2 IHEED
KR 2k L, QOL MR DIV TWAIEFNI D2 < 72\, £ D X 5 RIERITD
(KR MIE I XVRERT LV b UGEEIIC S 5 HEGFZRD TR Y, CTEPH ORIA
ZHET O 2T, BHTERWVWRETH S, LnLed s, CTEPH IZBIT S

(MR ME OB 2 M E 42 L, BRET L7 SCHRIL AV E TISAFEE L 7R,

<CTEPH & (P24 e >

CTEPH TOIRMER MIE DT 2 BT 5 &, s bl X 2 fuiisfm 2w
12 kA (VAIQ) S A~ v F . PHICKLAME Y EF Y o 7 h b = Bk
HIEETH D, MM RFIIIMIREM TE 25 L 2 BEFEEL, —DI13MH
FEEBALARMIC I 1T DBEIE, & 9 —DITIEMEME 2R T S FIRMIE S HER (v
¥ MER) ThDH, WEbmRIC L DAE D L IFRAETM LD RO
fiifaCid, Wil &Ik U CTHRAMIICmt &/ K T3 58 EE£E T, — 5T

PEHR A 22 B R i BT < L MRS R P T 5720 [RIE O Ml T
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i f S (2 e U T & 2 W E IR IIE S RRZ R 2 £ U 5, CTEPH Tl
N, BIERZERRAE B T VAIQ 1E, 18 Va/Q A 55%, 1 Va/Q Y 7%,
JN S v > b 723 4% & 6 FILL EOFE Tl & 22O A I 2 A2 T T D &
WO T NS 0 | MATEIRE D A TRt AR FEAR L ITIEREETH 5 CTEPH TH3E
BV MEIIREGD TV Yy U FOBEERKRE NI ERHERIND,

— 7. EBERE T 26 T MR AR L, £ O PAZEIC K 2 IRHkifE
FHOWA B L OEMINAE &K T & PRTE 5, SCHRAYIC I iR~ 21
MBEELTND ETEMENEET S %,

Iz 361 D HKUTIERE 5 um BREOMiEMINE T1Tihhi Tk, CTEPH T

(KR4 ME 2 5 [ 9 D BRI, RIS HOWTHEIET 5 MEDR H 5,

<CTEPH (2357 2 A dh fIiRfss )~ i 9 25>

Galie 513 CTEPH (Z331F 2 NI FEE 2. ORI L~ U 3617 % jHiEE)

AROFE AR K0 PAZEAE Z U700, @A EBIC SR E btz 1T K 2 PAZE

MIRNERL T, FEA M VA XV IREZ Rz LT, OirfriBic g E b ffe

2k B5Eab L3R EAZEN H D EALD 3 DIZHEL TV D 2,
ZOHRTHALZHUICH G T 2MEIZQ, @Th Y, FrEiI72WEFHpT R &

LT, QIFEL L OFEEAMIC L D MENEEEICER T 5 AR 72 PAH B0
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AT (FIEIE 5 g OIEE . WIS 7 & OIUHEMERZ + st 2 IR S h
HEEIRE) &, @ITAEREY 2R MR AR TS & 2 AN EEEN D DO DR
CHPL2mE Y ET Y 7 MR CTEFER TII—HICITXE XBRRE & 0
vy heRTHEER5 0%,

INSOHFEENL S, CTEPH TiEdE L AR DAL H A2 54 T 2% Mt s
REIZLDERL L O v o MEEIR. PAH LEBRIL7ZME VY ET U 76
DILEEE &\ o 72 K748, (REERMAE DK & U CHMEIICIREL TWD EH
oY

I E T CTEPH (2817 2 e MIE DT D b D=0, BEF & L TR, &
ARMIEA FHE 72 D NN v bWy by 7e b DN PR BEE A
BZONENONEORERFRLG L TVDENE WD Z & &im U STITAFAE L2

W, FEE, Ty v MIZOWTHIEIREE & & THFE A TR T 5,

17



CIEAER:D)

ZAVE T PEA LAMZAERNRIBETEN 2. FINEISOWEEFEILT TR AR

TH o 72 CTEPH IZB W T, T4 BPA, HEANEE & W o I8 7= 2 NEBHBE 3 b

. MATEIRES L O TR OWESIG SRS, L Laeds, CTEPH (T —&

TRIFB DOMESL, LZEDDONFERI 72 BPA FIEDHESL, FEFFIKTOV A 77T |k

DRI ZRERSG I OER, RinZz HIFT 5 X TORBRAMAED Wik & o7

> TWD, ZhLDORMEZFRT 5~ KRR TITEFRICET 5

CTEPHJEFIDMER T — 5 & & £12, LT OHHE OBz Hiye Lz,

(D CTEPH 3 LN CTE 22817 % . baseline ® fTENAE, FEHEREFS L OBEME

PR, AMC 72 EDBEE R EBETT 5,

@ CTEPH (Zxt L TOREHER (BPA, UA 77 ) I X5 MATEIRE, {KEEHR

MAE, PEREERE~D R AT 2,

@ 2013 4 11 A LIAT & LAKE T BPA BEDE AR, SRR, IEAS, FHIZ

LB HERZKE L, TOMREBE~DREE, LEMEEZHRFIT D,

@ ffis v MR MFERERZRIE L, BifEBRE% & CTEPH (281 D IKfEHE

MIEIZ DV THRFETT 5,

18



[wF5E071%4]

1=
<BHE >

1. YBEICEIF 5 CTEPH B L ONCTE BE 2K

2006 4F 4 A H > 2014 4F 10 H & T2 IHREEMM A 72 £ C CTEPH 2 &b iz

U< ITBED S PH KA 70V LIZ CTEPH & U T 25217, B/ 6 O

WZH DT — T VIR AEIZ L D MATENEREN 2 i1 T L CTEPH 3 XU CTE LHEE

PZWrooOW= 424 (DB CTEA ) X5l Lz, TNHDOREZFITHOWNT, A

B, MATENRE, FPRBERE & W o 7o E 2 BET LT,

2. BPA %t&4E

2009 F 5 A5 2014 4 10 A £ TYPE T BPA Z T L723F 15 £ 12>\ T,

rRTtE DI TENRE, FPFIRARRERR A, EENN AR DOMGEETIT 72, F72 2013 45

H6 10 A, ZEO%RAIR BPA Z T3 5720, e T BPA OHAfHERR

ZfTo TV, Hholmbitz 2013 4F 11 A 26 LS BIRARHEEIC A T

N— HYR ST L IRIRE BPA Z 5 AL, BARICHITLIZRE B8 4) &2

LIRTORE (740) T, Tk, SRR, ERAIR, MRRZERS, kR EDE

IHEDAIEZ MRES L, BT ORI 232 4 i 2 MRGE L 72,

F 72, ARHFFETIL BPA Jii{ 741 2014 4 10 A BIIE CORBOMITEREE “T5
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" L Lim, SBHIT, £OH T mPAP 28 25mmHg R ORER] 2 “TRIFEHK T

RELER LA Z1T o7,

3. UAT T T hxtGhE
2009 £ 7 A5 2014 - 10 H £ CYBE TR ORIl 250 T AT 77 b
ZWNIR L7z CTEPH f2E 5t 6 4 C. H5-A12 COMATEIRE, MERBERERR AT, THE)

MBI DU TRl L 72,

4. FERE, v v MAIEX GRS

20134 11 H £ v 2014 4E 10 H £ T&F 16 A CTEPH [E T isEIER IS I OVl
Vv NROWEEEITLZ, 16 ADSH 7 41 BPA & L < ITFEMIBHRHIT#
(BPA KM A%, VAT T N+BPA24, VAT 77 MM 14) CRIERTT
ST, BV D9, BB A, VAT I T FREZ + v —7 v 731

4. BPABR 7+ —T v T MN24 . PEAR 7+ —T v I N14THoT-,

5. ARHFZEICEBIT 5 PAH B

2013 4F 11 A5 2014 - 10 A £ T, MisERER 5 N v > M RO %

1T-7- PAH 35 13 A (IPAH 4, MCTD 1, SLE 2. SjS 4. DM 1. overlap syndrome
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1) IZOWT, IfTEhAE, MERERERMA 23 T, RO 24T -7~ CTEPH

B L DB EITo T,

<BPA 2>
AT =T VREZRIZBWN T, R TICANSEFIRZERIC L D . 85Fr I 7
— T VEERY—AEfEA L, & LT 6Frs5em o r 7 o — A (Brite Tip
Sheath Introducer®,Cordis,USA) % 0.035 A > F D H A RV A Y —% AT L s
fIRE THeWD ., 6Fr DA A F 4 > 2 55— /L (Machl peripheral guiding catheter®,
Boston Scientific, USA) THHEIIR Xk 2384 L7z, = 2 72— A 4HARFIT~/N
U2 2500 HfL &z v —ApLEA LT, Dtk, FHHTET 1 RHZ & 12 1000
WAL ORI T A o L0 L7-, ElR S CICARBL 60° Tl LINZ
DOIEREZFHE L7z, WA O@EIIZIX, KAEBRH O 0014 4 ' FDOHTA FUAF
— (Chevalir Floppy®, Cordis, USA) Zffifl L. Se&M%ERLER LTI hic~A
raRT—=TNENNT DL TREZEE STz, ERAERE LS DOR{E
TIE, A RUA v —i@id & g N E I 2 O TR T K OYRZE RS ED
MAERZNE L., (KEHE BPA EARZITHERMEICHOE T, Nb—r AR
(EFE15-8mm) ZikiE L7 (X2), JRikRT% O MBS 3 L O e il

Btz X 3,4 12”7,
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AR DILRD+ 0 Th D &3 % AT —IIER CHEERE - MERD
FOMEROUELZRD D Z L (K 3), 5 IS mE P S THIEOMEMR & i
MOWNELRDLH L (K4) ©218THD, BPA O BIEIIZE e DOBRE T
(272 < MENFERAEOMEIR TH 0 | WL ALRITINE OB, RPI 72 & DA DHE

Wz Rz 720, B2 S > TIEMILE ~DIRREZ K T & LT,

<JHZEREER, M s v > b ERPER >
iz =]

FEIE LATHR D D HIMLHE & DT AZHIZ PG L Wiy 288 L, Ui~
Ziffr, AREESR MAEDJFIN & 72 %, CTEPH TldzswE bite L v & 7 o fififu B4z

TAECTWD EZEXbND, FERIZIE, OfFF7ro%ER (L

@

KN ES

E‘J‘f

B

2l)

BN E DRI T A AT L2V ESy) . OFNSERE (il ik o
VAIQ=co L 72 B E4Y) . @EFEIZENE (1 & 2 OFn) O 3FENFIET 5, A
T CIEMBERESR 3 72b b A B BENE / — EHA S & (Vo/Vr) OFHIZTT - 7=,

fe ATl 0.3 Biifh & XA, 0.4 IR ChHIUSIHERIEISENTH D L SN
2 1T Bohr R A LS L= IE Enghoff 3% FIVVTHT - 7=, HIEF M2 L

TR T,
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“TE S B
—[H R EE (Vo). fiflafikEsz (Vo). FEEEZ (V) &35L, (1) K
NS RIRVASN
Vi=Va+Vp - (1)
FERH D COp IX T X THIRIC IR T 5 Z &b | PR bk F iR (FeCOy) |
iR LR FRIRIE (FACO) ZMWV 5L (2) ALY 5,
V1 * FECO,=Vp * FACO,++ (2)
OXEHANT ) Kb VazkilHEL 3) XeH5,
Vp/V1= (FACO,-FeCO,) /FACOy+- (3)
IR 2 et (3) ik, Mifa @ bikFE 5 HE (PACO,) . P
[ LIRFDE (PECO) MWL ET 4) Raf5d,
Vp/V1= (PACO2-PeCO,) /PACO,-- (4)
(4) 3 Bohr DX TH Y | MisElER AT T 2REFN LA TH S,
PACO, DHIEIFHEMETH 2 Z & 025 PACO, BRI (LR35 53 E (P,CO2)
IZiEH L= LU (5) TR, Enghoff o TH %,

VD/VT: (PaCOQ- PECOZ) /PaCOZ"' (5)

“Bohr ®= & Enghoff O D&Y
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Bohr D TlE,PACO, 2 VY% D%} L, Enghoff ®F % P,CO, 2 W TV |
SR v o B S DICIEFIRIILES AR OREL AL 23, JlEshd
FEIE BT R & 72 % (3R 2),

ZDOZ EiE, Bohr OFUT X V1S5 IfiSENERIX VA/Q =B LN VA/Q =0T
12N VAIQ > 1 T B IEIE R/ S R D FHAIT d 5 DIC%f L, Enghoff D=

2k BFENERIT VAIQ =0 b L < 13 VAIQ = 0 TIZ/ARW S VAIQ <1 &N o 72y o

MNEROLGEL I 2R T 5, DEVEWNHEE L. Enghoff DTz F
i D BRI R AR EZE L TVWD Lz b B

FEOMERETAEDINY Yy FE (Qf Q) %V -ETE Enghoff DX,
PIFAE L, 2 OFERIL Bohr O TRO T MisERER E OMHBENR LW E S, &
1E Enghoff O TIEA IR —F bk FE o E (PVCO,) ZHWT, FRtd Xk o1z

TEND M

Vp/V1 = ((PVCO,-X) -PeCO,) /PVCO,-X

X= (PVCO,-P,CO,) /| (1-QJ Q) - (6)

(6) Fld. PACO, M EAMIM AT R FRLIKFESIE (P/CO,) L% LWEREL.

IR LR BIRE (Ei) v b, FET v MEFTO R LR F DRk
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n (BFE) THhHZ EHERLIE,
P,CO,=Q4 Q; - PY¥CO,+ (1-QJ Q) P./CO,
% P/CO, Iz oW\ T & = Enghoff D P,CO, DIEIZHRAT S Z & T, (6) =

PEbid,

i v > b K]

FOROMED, MY 5 2 L2 <, Ml ToN Az B 544/
DRITERT DR T, MBEMIEDOHKRDO —>TH D, ¥+ MM
B> v > b, FIRIMIESHAZIE FEXRIS v > ) @ 2 DOBFEET 5, ST
> ¥ o b &id, M ILE A0 ORISR 2 Miko Z & 246 L,
EFIE12% (TXv 0 26k, [REFIRO—) Thod, —7, FIRMLES
BN &1T, 1 DDA AAZHENL T IR 23 il a5 &I e U THRERF T 22 0
(VAIQ 23D T/ SV L b L < IHRA D2 AFE LRV (VAIQ=0) HAITH
AL, AN A2 8T 2 MiRIIMila R a7 5 2 & 7 < §RlRi o £ £ 74
DRI T 2815 CH Y . CTEPH TIEPAZERNM OFHEEINR COM> v > h o
B 5% 2 FEFZEIREAL TIRBAZEMIC L L TSR D 722 < iR AP 5 72
O, iy NORBIEE CE AN EBEZ OND, —IRINTIKESR H fIE O

BOBRIZIE, KR A L > v o MIBNCBERZIN D Z ENZ 0B, vy
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v MERIR AR E A TERT DL L, vy P b BRKMLBERBEO—> LB 2
HZEMARETH D, —MIZT v ML 2—5%RRE & S, fiiv v FEIX
— &1 1% Berggren DA TR D Hiv, LLTFICRIERB A2 R~ %,
- JE R
Fick 150 Jf 30 & . MhlAeIER (VO,) 13, Miliih: (Q). BIRMmAESHE
H (C0,) ., IREFIRMEERE G H & (CV0,) AW IIE FRtd X H ickKiL S b,
VO,=Q; (C,0,-C¥0;) - (7)
Q=0Q+Q (8) (Qui > MM, Q@ B MR
Q2B L TIE V0,20 TH 57225, On Qo VO, 118 L1,
SFED Cl 0, & BMMEKRKROMEGHRELTD L,
Q (C0,-C¥0,) =0 (C/O»CT0,)+ (9)
(9) 1= (8) AfEAL Ql#iHEL QJ QDI &,
Q4 Qt = (CO, Co0,)/( C0,-Cv0,)+ (10)
ERDBILD,

. BREAFNE A S0, 95 (11) & LTEHEEIND,

B

BT EA
Cx0,=0.003 * P,0,+1.34 « Hb * S,0/100--- (11)
ClO, HFBHHERTHETH 5720, Pa0=PI0; £ LT ClO, 235195, L

INLZRIN G PaOy= PO, 23R 0 ST DT EARAY A2 il D4 TH 0 . PHIER] D
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i S BRARA 22 i T db 5 & 9 IREEIZAFAE L 722\, £ 72, ClO, DEHITIZ (11)
KD SO, MWMBE L 720 | SJO, 1% PLO, &-H L 7= it > 7 /L@ pH 726 Dill
DEEZE TR EZ ) T 7 2L DWW TRODIMERH Y | HHNIE
(ZHEHEE 72 DR E TRV, LR - T, L0 @A THIZITV,
AR L ORRGEE D S D T2 DITARBISE TiL 100%82 3 2 AT L7 IREE Ty v
v FROFRHE AT LT, BEAMEITOHEDOT v MR (10) Xz Hwv
TUTOXIITRDBEND, £F. (10) XZLLTDOXIITEET D,
Q Qt = (C02-Co0)/(Cel0r-Co0,+Co0,-CV0,) - (12)

MR NIT L 0 BEFEAARIE S 100% % T EF-4HIE S/0,=5,0,=100% Tdh % 7=
. (12) KD Cl0,-C,0, DIHEEZFHFT AR, (11) Ko _HERHESh BT
. fifdK-ERMEE 3B (A-aDO,) 2 Vi,

C.'0,-C:0,=0.003 - (P O,-P,0,) =0.003 + A-aDOy-- (13)
b, (13) K& (12) Kb (14) ApEErNn D,
Q4 Q; =A-aDO,/ (A-aDO,+C,0,- CVO,) -+ (14)
EERELTIE, 22 TO A-aDOy 1 EM AR RE (FO,) =1.00 T THOETH

b, BAR (F0,=021) FTHHE LK AaDO, LI1THR72 5, Fi-miTEhEDZ

E L TWDHBITIX CO2- CVvO,=5 vol% & R E FIRE & & 2 A3, PH JEH] Tl s TH)

BIXZEL TS LITFWEEWZD, (14) AzHnwsrZ &b L, (14) X%
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W5 Z 2T, fiv vy MROBHIZEML SN2, PAO= PlO, E{RET 5
T EITRET BTV R, ARRFTE TR B 2T iR B O BEE AEAE T B BE I
BrRoh L TR AAT 9 2 & Txhi L7z,

[ & FIE]

BT —FT IR EEICBW T, BRI B FE S ERE DT DICBE L 72 5
BRI T A S BEZITV. 10 PREIOLHNROD L, BHMO TNV T =4 A<
27 (LAARUM:+*NV 77 = A A< A7 Fukuda, H &) ZHEEHSHE, v
JIZREREI BRI 7 ¢ V2 — %8t LTz, 7 4 VX —Z— IR bk 3R

(SgCO,) T H—%IHE L SgCO, E=F —IZ CO, B #—%%E% L, PeCO,
DPNE 24T > 7=, PeCO DREIIIFRMNLZE LIIRKRETIT 2 LERH 5, MR D
L DRI E 572 b DXV, AR CTILREDO IR E S B I P8 <2
7%, O A KE L, —RIMERERS KO RIS 20%LLN, PeCO, @
Z5E) 7S ImmHg LA AR 2 3 B EFfRE L 72 Ry sl CREZE IR RE & L 7z, PR
RRE DL TE DR SN T= BEBE T BIRD & O My v 7V OB E A fifT L, ]
K HNELDNT MR T A 5T 24T > T2, BRI Y > 7V EREUEF O PeCO, & P,CO,
75 Enghoff DA I TRiZERESR 2 B H L 7=,

F D%, REEHERE LTRRET Y ' —N—< X 7 FIZ 15L OfEFE % 10 40

A SE7t%, Bk & OV & MBIRIC R E L7 0 7 — 7 v b i Ehik
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Mz L, s v FROFHEZIT T,

JZERESR, s v > hREIEDO—H O 2K 5 (TR, ARBFFEIZR T D il

FEWESRIIME IE Enghoff DUZ L - T N v > b DRIRZFRWIZEUE 2 Fv e,

N
<Ht

+>

=(10

FHAME XY AR R 22 (SD) TR L7z, #EtFEE LTid, EEAHKIC
B8 L T Student t #7E, HEHAFIZ W TE 2 2 BEEH W, K85 A—X
— 1O FAES 13 Peason DFE=RFABAGREL & 5 \ Vi Spearman D NBATAH BE4% % 1 B4

L7-. F7-. #2FY 7 FiX DrSPSSII Version11.0.1 Z{#H H L 7-,

<L >
AIEIL TRBRARIR B I BT D BRIRIRIR - TBIART - TRICBIT 2% AR E
AR (B3 7 1 2650) & U CHURARSER PR FEHIER - R MEE R

20 AR PR CHE T 7,
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[ 2R]

[1] CTEPH & L O CTE [BZF O MATENRE, FRLEEE. B RIER, A OFRE DY

(3., #£4, £5)

CTEPH 35 38 4 .35 ALL E2S mPAP 30mmHg UL E & PHRABEECTH - T-,
I A RERR AT TlE%DLCO I3 LB ANR T2 T Uz, B REAEIR 1355 VR I [R] 4 7)3
Rb%Z <, NIREITH 3 FOBENRAMTHY . T TIZHIRDBAIG S LTV
HERE T, X PGLBAIONIRENEWD, —EOMAII R S 2o 7z, Of
FRREE, SR IERIEORIE N EE TH o7, b b e WMEnH 518
PERAE, WA Hi & Vo 72 CTEPH (285 O AMC OOHFIEZ < Zedro Tz, i
(TR BN TN, AR, RSHRE OB E (64 : BD D34, MAKR

FIE 340) MNEL bR,

[2]BPA JiATHEE . VAT 77 MNIREE O MATEREOHER (£ 6, £ 7. * 8,
4 6)

BPA % itifT L7= CTEPH 2% 15 A28\ T, mPAP, M%% (CI). PVR, i&
AFIRMER R AAFIE (SV0,) & WV oo MATENRED /XTF A — & —_ A-aDO,, B %!
F R U T LRRANTF R (BNP), 6MWD [ZiG5#HTHE THBEICKEEZBO TN,

IR RE D X T XA — &2 —Tl3ifiTEE (WVC) . %DLCO |TeGEME T B2 0H
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BRYELEROT, FEVLWIIUEMH N 2 5 S enoTo, Fio, WK T L
5 B DWW TIE 4O mPAP 23 25mmHg % a5 13 ClciE 2oz (3£ 6),

WIZU AL 77 MER 6 B Co ., AR TOMmATEIE, MWD, FENIEEE
BNP Z b L7252k, W A E R UGEEIIR S 270 » 7273 BNP, mPAP, PVR

) CREMN 238D 72, FFiZ, mPAP 3 X O PVR IZHNARATOMEIC & &9,
—EDOWHEMM AR Z LA L, TOMDINT A —F — Tl —E DM
RS DIFAE L R o7z, FIWAHIEFHI & TOHMIZ T 206+193
HThoTo (7, X6),

W5 DM A AT - 7= CTEPH B T, BEAEFOBLHIZ X 0 YRR O 5 T
6 77 A TR AT AN I RE Cdo o T EB A RV 7o CTEPH % 14 4 (BPA B
M8 H, VAT NEAR 4B BPA I b N Y A 77 MEH 2 6) T 6MWD
72 B NS BT D I/ N R B A i L7z, 6MWD I EIZIER L2y, £
DEEDIAREE R AIFIEE 1L, HEZEII N7, Te LATRHERT & i LT
(KT U7z, ZERiFme R E TSN I 508, AEET S RhoTe, F

72. MPAP, PVR, Cl LW o = ATENREFREII A RICKELZRD = (£ 8),

[3] K2 HE BPA AR O BPA IR AL, BHHME., EEAIE (£9)

AR EE 72 BPA %238 A L 7= 2013 4= 11 A IR & Z 3L LARIT O BPA A THEBNIZ DU
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T, leyvardiz oAk, 1S OBHRFMB IO LEHZ

DIEFF A LB L7553, 2013 4 11 A DARRICHEAT L - BECITAREIc 2 h
BDRTA—=F—ZENT TV, T bbb, 2013 4F 11 A LAREIChEAT L 728 T
T 1ty iardhic OIREAEDZL <. IRIZEELTO 1 £H 70 I
T HEEAEITD 72 BRFF B E W E WO RERNE O, B DORAR
b 2013 4F 11 HLURRICHIAT LI BEO TS ERBICEZ N E WO R TH o7, —
ANBT2D Dty v a VER— ANY7 ) oEZAE AR EIL, AR TIZR0MN
2013 4 11 ALABED D72 MERNIZ & o 72, BPA FEITHIZR H NZHE D mPAP
AWM CHER L& 2 A, BPA BB L OB CTHAEEIIGFIE L 2ol 1
. wire injury, U2 K D MEE S o N TR E FER] R I OBELEH1E 2013
11 AU IRV IR MHACSH 503, AERAETALNR)oT, S HIT,
TR ZE 569 2 MRWE H OB & teled 2 & EART : 7 \/B57 A | A
% : 5 [A1/99 A L AKAZ R BPA DB ABK DO HAEAFT LV A E TIEARWAD 720

ST,

[A)FEESR . i v > b SRAIE R R

CTEPH H 16 A baseline O£ /37 XA — % — DN st L= 55, A-aDO,

ILEBHICBR R L, BFERERIT 65%., fiis v FRIZ 21% CThHo72, — . ZD
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BAEBETII%DLCO OFEHMEIXEF#HFANTH o7 (F 10), EBEROH 5
BAEDN 5 LW, FIPFREREEIXEFRME CH -7z, S HIZ[E CTEPH AF 16
% LFERESR . s ¥ v FERANIE L= PAH 13 4 @ baseline /X7 A — X —% [t
e U 7= R, CTEPH B ClX PAH BEIZEE L CTHEIZ A-aD0,, fitiv v > MM
<. %DLCO IRz TU o, MiFENERIIMBERNIC A B2 e o le, M7
R WIS B W CHEREIERho T (F 1),

%72, %DLCO [FMFERER, fifis v > F3R &L %DLCO [FHPEAZ RS 2o T,
L7 5, %DLCO 23 80% A T 5%DLCO K 5| (n=6) THEHT L7-#&
F. %UDLCO v ¥ v MREFELRMELZRLE (M7),

RIZ CTEPH % 16 AT A-aDO, D1 i (45.2Torr) Trs A-aDO2 #f (8 44) .
X A-aDO, BiE (8 44) ITH3lT. BT A—F —Z B LIZfER. 5 A-aDO, BE T
(31 A-aDO; #f & teige LU T BRI ENRIE  (SPAP) . mPAP 23 & fE T o
Tzo TOMDINT A—=F—1IHELERN-T- (£ 12), 6T, CTEPH #D 5
AT B D DIREERTE THiZERESRE, ftis v v MROFMEIT>72 7 4 (5 4 BPA
HAL, 1404377 AL 14 BPA, UA 77 MMIEH) TIRERI% TOX
IRT A== I UT- 5. A-aDO,, HFERER, Mis v v MRIIAERUE
RO, LNPL2RnG, ZNUHDORI A= — TN bR FRITEZ TE

V. EFLITR O 572, %DLCO Z 1A & U 7= MR RE I X B E /I 13 H
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5 ODOHEEITRD b olz, MATEIREILZ mMPAP, PVR I3 RICUEL
RBOTD, T OMOFREIISEEICIIH 2 DA EAEITRD R o7 (£ 18,
8), 5T, MPAP (K T35 25mmHg LA F &R L7= 9 11 (PAH2 i,
CTEPH7 ) IZBWTH, A-aDO ITHETDIXHHE 1XdH 523, 14T 27.0+14.0
Torr EBHRDEAF LT EETH o7 (R 14), £72. Enghoff D= & {ETE Enghoff
DO TRD T fifiFEE=R % CTEPH & 16 A, O~ 23§l Tl L7= & Z A

FHDOERIT L T16%ThHo7- (49),
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[#%2]

CTEPH B3 Tix, —fRANCHFEED%DLCO O TR i, HAIMmiE I A
< v FNERE S5 %, KIFZE0 CTEPH B3 2K TiE%DLCO EAMEIE 80%
VLB EIEHGHHNTH D | ISEPESR, it v > 3R & %DLCO (TFHEZ /R S 727>
o7z, LMLZRAH, %DLCO 73 80%Aii T 24K NI Tl&, %DLCO IE +
NEEHBERMREEZ L (X7, £72, 206 FITIEAMi> ¥ F#E, %DLCO
DMIF & HIT PO, EIFHBIII R E T, %DLCO DX F & i v o b3 (F R
DT ENRBEEI NI, iy X, KA 720, b L <UEFRIRILESE
PRICEVEFLTNS (VAQ =0 & L<IE VAQ <1) #4Th 1 . %Ml
AL TIERN R 72 0 A OYERT ey F2 XM &I L TIRF L TR, 20
fi R 2R TITRIEHME TR EICE L THEA LTS EE X BN
%, %DLCO DR T ITHEE AR DD | FLHCEEEE O HIN, =64 1.8 ik & DT,
~NEZREVEBOKTS LIFEORF THZ 5L &1 * CTEPH TO%DLCO
O TIEM > v > MK DI EOIER TR FLEL TV EEXHNLD, L
L ARWFFEDREGIEIT D E ) >%DLCO (X FHlIL 6 il & & LIV THY | 4
FEGID S B HEREBMELEZ BND,

CTEPH DO OHFERE, BEEIZI W TIMET ORI JET ., R &, 75 i,

REER RN FANIE S Fi 2 < B b ivie, REFRIRIMARSE (DVT) A RZA
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VG, R, IR TINEL DVT OfElRk - TH v, CTEPH BEREC
L HbND Z LI RTRETH D03, — I THMEER, FEMHEIZDVT 0V
AITRFESRTHNARNY, L LAaN s, ER AR I FEHED 5 bE
K-ERIET DVT OERIA T & Sndn % BERHEHEINEELTH Y |
WH LTI L0 IR S5, ARUFFEEFREClE =il I i 71 8 Bilvh 4
BITHY EBRNRERTEHEEIZIEZE IV, FEHEORFICEGT LS
NDTA LT VA= VLT 8 F RN, = -3 75 A R e oD i el 1
FHAFHET D0, T OFEIIIHAI T S~ A > AR Z 378 (mTOR) @
FENVLETH D & Sb %, —J7, CTEPH TiX PEA KRN & 43 BlE S 7= fifik
HELFMII A3 IE B AT EIARIC ek L C. R & - LMafESE 255875 L S
B3, DALY mTOR PLETHE Lz & WO MENEFETSE S, LiznoT
TEfHME L CTEPH O TmTOR Z 41 L 7= ARG FE AN B RNIZ B B L T\ b &
LHEZEFRETH LD, b ETHRRIZWME T, SR I ORDIMEDLETH 5,

AR BICBI L ClE, SEARIMEIC K DRRMEER., #15 DIRE TOITENE T,

RN K DREEIMC LY DVT 23JE L, CTEPH (TR T 2L 6BF 261D
DS, BURARREE O BIRR MR ZERIED U A7 RNFTHDHLE VI MERH D
Mo S TR E BT, BRI E RO AR 3R & L5 SV ERI T Z o

AR EH Tho72L LTERY . KRR T DEMEEOBIENFIET D 6
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A3 NICHEERGUEHE DRI H Y . 6 AH 2 NI DVT fifEsd S iz, U

BB TIL,. DVT 28 CTEPH RIEICEEG L TWA EE X H5DIT %Y

EEZ T,

HAE, BPA [TRBIT B0 — A AOPREITIREEE TIE7e < WAL KRR

o 1fi.

i

RIZEDLETITOTZD, T X —P A XD )—THEELTWS, =

AUTIREER O L 72 M SNEDOEIFIZ LD, AR OS2 E LN 64

L% RPlI ORIEZ TIIT D120 DZEMORNG Th D, FioanB it

RIS —ICHEE L TEB 53, b— U IEIERRC T2V E AR i Ae o A ) —E )

AN —=VIRAY T D T EERRT D, EAHRA~D RV v FIIREZRO

W% BmALEA~D R » FIIBPERIC E A2 RPIO Y 27 ZHR S H 5 (X10),

T U= A RO —APERIZ I D R T OREMEN D 78 < BmALERIZ A

U 7L THRIERIZIT R O3 e o8RRI BPA OifT2 b7 b3 &5

ZTCW5, ML RPI OHFRRFEED —>TH D0, WINEIRERICKT 5 i

R OEIS Z il 5 &, K28 BPA OB ABO T NE AR LY A7 o

7o Flo. MATENBUGEE & E AR TIIE < (£9). KR BPA 111k

D BPA L L TRV ZETREONRZH T HZ ENFREEEZE BN,

FAERIE, BRI BRI ER SR AU EE 23 4% LA AR L 723560, IR DOFF

EEROTLGAIITFEEE T LT, Ll A FUAY—ITKD8EE
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72E BONTFEICE S AOHEIC X D KOS, £ < OFER]TH LR IEA
HTHSTHIAT 4 T T —T NN — 12 X % wedge (28D 1EMAYAT
HETHDZ ENRBRAVNZGEH STV D, i FICIbifiaTae & v 9 D1 BPA DR
XRFEDO—2TH DN, FHiE 1 BO® v a BT D IERARE S
TWAHTEOIFEN I L7k E FRLT WA, BT —7 v EZHWL IO X
R L UL TIEMZS ATRE T V) MATENRRIZII R E R B L 52 VR ED
AREL 725 T D, LTelo T, D% < 137 — 7 VA E Clk i 245 T,
BB AT &0 iR RN LS 100% 2 KERF /I BE & 72 5, FRSRAUAN B A3 MERT vl e
b, ILMRET Lic&Bx, hOREDIREE T D, W Tz
BARWERICRTER T ET D, LALARL, ZOMICBEL CiEHkERT
2372 <, Atk EAEZERTHRFTOLERH D,

CTEPH Tix mPAP 30 mmHg L. EOERI CRMI %083 L < B LT 5 L &
NTCW5, ik, CTEPH 2k 2 15 HHEIS X |2 T4 % BB D 72 mPAP
Z 30mmHg Kl £ CTIRFSE5Z & ThHDH, D%, MEJLRIGR DRI &
DIERITIX, BRAEIR, QOL OUEA AL & L THMIGHS BPA ZBII L TV
%, CTEPH @ HRIERIZEICHIEREO BN TH Y | M F Kt L2 X597
TERF O Y EHEINA B & ARER IR IfE S E B R RA & 25 2 B, 1RIFIC X S A6

1 EHRTUGERS KV IERSCGEN IR TE 5, —75 T mPAP 7% 25mmHg #2/% £ T
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MATEN B Z 2B LD TIEBI T . J51ER BUIL 2 AT LIS EhREDH 23RS B 72
VVES A FERRIR T LIE LIRS L, MATENREA /012 L 7= CTEPH JERI T
X T ERFOIRIR SR MIEN B RER I K ONQOLIZH G TH LB bhd, Ll
CTEPH (Zxi9 % M/ JLIRIAIRE DA 2P 2 Biet U 7= iR BR o0 = ZEHHIE H 1 6
Oy FIATERREIC AR S 2 EENAREOWE L PVR DK TIZH Y . BEFRbDk
BIXEME IR TW R, LR o> T, BUTOIRKIC K DRt ~DE,
72 b NEHDTERE T H BIER S L ONQOL DEE A ATEED & W\ 9 T4
ST,

AAFFEIC N T, MATENRERS L ONEEIIN A RE I DWW THENEER (BPAL U A
77 b) itk T mPAP, PVR, BMWD IX BPA BECHEIZ, VAV 7T MEET
FAE TRV EHN ZRBO T, VAT 7T MaEZIZ mPAP 30mmHg LA
FoEFIX, BPA TEMMFEZ fEfT LT\ 5, mPAP (2B L CTix, BEfF®D BPA
BEOV AT 7T bR LR LTHRE LIZERBEOR RS E LN (6, &
7. X6,

FrEd XX, VAT 77 MEGEETO mPAP, PVR OUGERNE D& 57
DEIZE DRV ENWIFERTHD (X 6), BPA TiX mPAPSOMmMHg DJEH] T
SmmHg F2E DOREERIR A 155 Z L I1TE S Th 573, 30mmHg OJER] TRIERDE

IR EGED 2 LI, IRATRE LA BEIC IR SN TV D EOHEB L H Y | i
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F LT D ERG TIE Ry, LS T, BUTOTA R7 A4 AZIFHET
25, ARIZ mPAP 30mmHg UL @ PEA FEiEINER], b L < 1% PEABPA T mPAP
25 30mmHg A FE CTHET 56 PH 2FRFT DIEFICH LT, S 67225 1MATHE)
BUELDI LTI AT FENRT 22 LI28 0 IHREAITHBENREIR
TR THIUL, VAT 77 FOBERIIREWVWEB X LND,

KFEE IMAEIZ DV T, A-aDO, 1% BPA Jf TRt CIIA B R EEZ RO T,
VAT 77 NNIRBECIXSEE R D 72 h o 7=, CTEPH 34 16 AT A-aDO, D H
EMEC 2 BRSO T, SR ST A =2 —Z ity 5 & & A-aDO, BETIE(K
A-aDO, BEIZHE LT mPAP A EICE W E WO RN GO (F12), Z0F
Fix, A-aDO; DEIR~D mPAP OREZRIRT 56D TH Y, FEERIZAEID
MPAP 23K T L 72 BPA £ Tl A-aDO, 1T A BEICUGEZFRD, —J7 T, mPAP Dk
ENEBETRPSTV AV 7T T A-aDO, D ELHE ChholzZ &
b, ZOFEEEHIBERMNT D, Lo LR, BEORRBEEZER -
B O F 0 IMEFEER X OE R ML FRAE RSN X 5 mPAP 1K F 235 & 41 25mmHg
LI &k L7z 9 5] (PAH2 44 CTEPH7 44) IZ8WTH, A-aDO, ITE TDIES
DEIELH DD, VT 27.0814.0 Torr LEARDPEFE LT EEThH -T2 (R 14),
BRI EET 525, BPATRRKE TRET S 1 A-aDO, I3 33.8+10.9 Torr &

BIRIZFRFEL T2 (38 6), L7=2-> T A-aDO, 1L mPAP # FiIFhiEdh HFLE
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£ TIHEET DA, mPAP25mmHg 272 & 2 FEI-7-& L TH A-aDO, DB kI
A5, BUTOWNRHERE DI Tl A-aDO, DA 1SS Z & 138 LU ATREMEA
bHo RIS (K1), PEETHEIC mPAP OUE 2588 72 CTEPH B4
14 £ COIEMZICEIT 5 6 RIATHRER I, STHEHHTERE T 228, 51
Hh D Fic I 35 AARD S 1A T8 A W OSTRIEATIC b L CIR % CIR T RS & -
72 (% 8), Z OBEDOIRIFERIZEIT 5 mPAP Ol 1L 28.245.9mmHg & 30mmHg
[ZLLF Tl dH 55 256mmHg % TS TW e E W BBIUIGFET 50, 202
EHBUTOMATENRE BAE A ZER L7 & LTh, A-aDO, B RIFFRAF L, 1KEESR M
SE. FRCIERRIC T DIRMBRIMIELIRFT D &V ) HEE & LREEMNT D
BMWD [ L CTWA Z L& EBET 5 L, MATEREDUE IV EBIM A EED
BN %73, Z OHEAMOFLEE L A-aDO, DLENTE S TV 2, 6MWD
IIEET 52, RIEMEMFIEIILE L R2VRKBELDL EEZLND, ME
BONKTZ +u—OF T “LUATLVENT 2 L, B LSR5, @iy
EWIHFRZ & CTEPH BENHM Z L IXZ<RBT D08, ZORENS b TR
FRETH D,

INETOMEND, HEROMATENREUE D 72 O OWNFHERE TlI i TEiBK
B L D THOUEITED 53, KRR MAE DU E £ TH 7= CTEPH OE X

Wt TH D &V R D,
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SyrEEE . iy v b, BEEEEZ TWDHA, PAH 13 f4i] & @ baseline 737 #
— & —Z e U7 R R Tl CTEPH # Tl PAH BEICH L THEIZ A-aDO, 3B
RLTEBY, iy bENPRENoT (F1D), DFV, CTEPH TILPAH IZ
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FIFELWEB X LD PAH LV AR X0 EIZ Lo TIERBUEN 22 5
CTEPH O Thliv ¥ & FEBRKREVDIIH Y EE XD, 72, %DLCO 7% 80%
i > CTEPH 6 51 TIZ%DLCO & fifi v > FROMEZRO (K7), ZZF
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L2rL. —J57C Enghoff XS ifis ¥ v R bk % bk < E1E Enghoff O CTHH
ST MFEESR X Enghoff O TR S 72 b D & bl LT T 1.6% (0~5%)
DI E EE 7= (79), ZHUE CTEPH IZH1F 5 il &K T 60%H 5 ValQ
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BRI E-BAGIRF D mPAP I X B2 MM Z R L7z, L7cA3 > T, BPA 221 L
PEA T mPAP 7% 25mmHg 2L _E 30mmHg A3 OEFIZ % LT, mPAP % 25mmHg
T TSN THERAT S EVWo e FiESE A5, L L, A5
DEFHIIVETHY | A% E DR IEFOEMPLETH S,

INHDORMNL S, BUERE SN D B RZ YLk S & 2 FB CTIIEEE S e
DIEFLIZINETH D | RO TIEZEBERT LILERHLH LB Z BN,

PAH 7 — % Tldd %A, PAH IZxt L CIfi/Mi B 5K 7 (PDGF) 1 &
VX T —EEELTH LA T =T HEH LI BERET, PAH TR D REEFR
MIEICKELSFLGTHLEDLNDHWLCO THAEICKELZREND Y
. %DLCO DYFHITITHIC M 2 FIESE A2 TEAR I TH Y, E il
1 B AR DOPIE 2 Il % 2 L AN E L HEZE S 7, CTEPH T% PAH [RIBRIC ML
VEFY 7215 L Sh P BELOWEC T E B B RO RE A 2
LI EBREEZER DI,

CTEPH (2B T 51E V7V » 7i&, Vel J OV Bl Ia o & 72 14
G, SRR T SO RRMELERING, A RRAE I o0 B 0, AR ER I oD S A
RIDEFENB G LTV D L ESN TS 0, &5, MmFRERLIEER MK T2 5%

19 2 BTS2 BN RS O AR (TR S D 2 & SRR fae & L <3z

45



B L OEMNE O MFEBEDNEIZ SN 5 &+ 585 = 5 LI AiERf O F

MR B U < I ARRERAE IR ~ DR 72 B I FRE T 2385 L T % &

N

VOWENIEET D %2 RIS TR, PEA TERHER L 72 Mk P9I /5 ke 2R oo
KBV 2 b Offild (CTEPH M) DIFEIVRIITWD,  Z OffialF F- i i A
NI ~D A DR DBEPE THHE L 72 D8 o 77 F U BEBETH 0 | VB
HifaER DRB RO & I D, ZivE T CTEPH ONFEYIREEFHIFHZ 1L PAH 1Z
RS 5 Wb TE e, BHE OFE M A T, i i sk o i
HRMESE MR Cd 5 CTEPH MRS L T 5 72 51X, PAH &I CTHEAe 2 i
WA & Z 2 B, PAH I 2 ME LRSS CTEPH T PAH & RIERODZNHRA
SONRNZ &G TMAEEE 25, Fo. MERNOZRE it L 9 7ok
HMEMEDIRZE TIE ARMES I~ DY 1 N1 A R TGF- B 72 £ @ growth factor
\Z &0 VB o T2 T U BIEO MR I O KRB A 5 & shd BT
% &, CTEPH il idigssiit b O — B\ DML L B2 b, Zhzaizadl &
S CTEPH R Z MR 5 2 LT N % L HIFFT& 5, WiRfid LU CTEPH ##
faOWE A FE+T AR FE LT, hrr B OMEEZRET2MENH D M,
o U IEINRN S AEET D T-type B /L 7 W F ¢ 2zt LCTHET L %2,
MR D Ca g% R SENEEEL KT, SbicherrEr 2Lz

BV MEFEMED AKUMTOR 3 7 F L OiEMAbIL., IR CTOEIEMGE L O

46



CTEPH MIfBOBIFE A FHET 2 L LTWD ¥, Ml o RV BExF—E Th o
MTOR (X 2 FREADOEAEBIFAE L X X7 BOFRE L OERICE 532 23,
HERa HETE A 413 2 PISKIAKL S 7 F LD FIRICALE LTI 0 | HpaHEsHE | c s
REEEREZL TS (K14), £72 bvu v e ZNIAME PDGF-A BEAE 2 & e,
SHOMBEBT D RO 7 I NiEE ERESE5 a5 %, PDGF X
AKt/mTOR ¥ 7 /L ZEMALIKFD—2TH Y | & HIZ CTEPH THRIEMENRIZ
PDGF OB E VI MEBFEL Y, e BB L AKMTOR v 7
FEZ FHE D CTEPH ORKKICEA G LT\ EHER SN D, LM LRRD,
—H T ORBIRNEZMRT e B TRE I v D LARED B %
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