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[#=] i (pulmonary hypertension, PH) 1%, AHEWREDSE 72 B2 7~d7¥%
BIEOMMTH S, PHIT S BRI, 5 1 #E (PAH) TIBEOESRI LT
VRSB LTy, 5 3 FEORER g I L OV E 7o HMERER MEICfE 5 PH O 1%
IIRRETH D, £7-, PAH THPLEEES) (diffusing capacity of the lung for carbon
monoxide, Dico) K FHIIZTHRARR TH Y FH 3 FEPH LHHEIL TS & ED, AL
V35 3 B PH Ofifi i AE 528 DT BIHAR FAURFE 36 KX ORRRA B FAUFEEE Cd> 5 Dreo
(ZEREZH T, PH OPRARBIOMmAE A Z 570 5 AN SHT LI M5
ZExEWE LR,

[55—3 #&S156 3 8 PH OREN L FIRATH L MR (ILD) (2fE 9 PH
JEFIDORFIAE TR D RIRBIIRTIEARHTH 5, ILD (ZfE 9 PH SEFIO G ERZE DFF
3 LU PAH AP ORERIEE A OFIME 230 5 e A BN T 5 Z L 2 AL
L7

[55—% JAE] ALE RKFIRGEER s NE & 72 130 A AR as N CRogie L
7= PAH JER], PH &0f ILD (ILD-PH) JiEf5l, PH FEA0F ILD (ILD-NoPH) JER], 35K
B D 720 control JEB DOFARRITAEA 2/ N\—F ¥ )L A T A Nt U TR L7, Bl
R, AR, RO mADZER, MRl E OO, 3 L OB
B ORISR L7z, ILD-NoPH, ILD-PH #f I3ty sliofHEb L~ Limon
L $H4T572, PAH, ILD-PH #£ T3 PAH {BEEEOIERE 3T D et 2170
Yetb DI S % 2 FER TRl L7,

[55—% FEF] x54% 14 6 (control #F 2 1, PAH #F 3 . ILD-PH &£ 6 i, ILD-
NoPH #f 3 f5l) 72-7-, PAH, ILD-PH, ILD-NoPH #tDfifg Bk mifaseas=Ri,
control £V HEMETZNN, 3 BEFIOZEIT /2o T2 IR EFERAERICFE L /2o
72 ILD-PH BEDFGHIMAE OEFEAZRIT control #EX U & EfEZAS, PAH BEB KON
ILD-NoPH #¥ & 1375037270 o 7=, ILD-PH BED AR IS S A b 25860 2 A1 L. control
HEB L O PAH BEL D b EfE7278, ILD-NoPH Bf & 137503572035 72, ILD-PH ROl
A OFE RN 2 J@LL ETHh HEIETE. control BER LTONPAH BEXL U & & fETZH3,
ILD-NoPH £f & 13270372 > 7=, ILD-PH #f & ILD-NoPH FEDAIZISUNT, JilifEEAf i
B 3B EOREZIECDFED Bz, b L~V O ClE,  HPAE R E
{LREIIZ 35V VT ILD-PH BEO RIS DO fEaEs: & it koA, 36 Z Ol EH
M55 OEELREIEOEIETE, ILD-NoPH BEL Y & EAETE - 7, SofEfik= iR <,
ILD-PH BED iR NI Z 351 5 prostaglandin 12 receptor (PGI2R) DF&HL)N PAH # X

D HERDNo T2,



[FF—m BE] AW CIalER e 800 | FEhRD & Mgk E CoMfifn & 5 4 8¢
HNZRHM L7z, ILD-PH TiX, MBIROHENREL U & SHESEEATER E B2 bhd
S S L BRI O AR Ol B L AR 2R S, IEREICFEICFHF G L Tns 2 e
DR S, JRIROER E L TEHETH L RN B 5, Halid 7 4 Mgl
2B\ T, PGI2 2O AZEDS ILD-PH (ZA %N & #E SAUEH STV 5723, endothelin
receptor >2<° NO 520 PAH {A#EEA FH =ik BR CIlIA M EISHER STy, AHF
FETHBIVIZHERIZEDS, PGI2 & PAH IBIEEEDO A CHIM DGR S/ 2 & & Bhdd
DD LIV,

ILD ~® PH &f0HZIX, FRAAMEINRE © & R OB E D Y £7 Y
VT NEETH D AIREMED IR STz, E72, PGI2R DFEHLT PAH L ¥ & ILD-PH @
iR EE TR < . SN 3 B PH ORI T D ATREMED R S 7=,

[%6 % &3] PAH TiZ Dreo ME T2 Z EAMBN 503, iFEEARAESLE MR
& Drco & FITFE LIS D k< 7K1 2 BRt L7 T PAH A D Drco & L7-hF
FEIIHE N, PAH O Dico Z AT L. BB YRZE D Dico ~Di2 78R L UNRRRIE
BREWPLNITHEEAME L,

(5 L] ARERFIREPEERERNECioi Lz, HKEE 2372 < computed
tomography (CT) A CHiSEEIRZA & 38722\ PAH SER 2 1% A X IZPRA L7, Dico
3 LU Drco DHAEFESH 72 D DIEFETH D Keo D~EZ B B (Hb) i EfEZHIE -
B L 3 TNE (%Dico-Hbe 35 5 U%Kco-Hbe) At EFARFEIE & OB 2 i L7,
F 7B A T S VTR CIEA A 2 R B R L7,

[ % FER]RS 50 $5100%Drco-Hbe 35 Z UK co-Hbe D IUEITZA1LZ4 62%.
70% &K LTz, %Dico-Hbe 35 & U%Kco-Hbe Id world health organization #5277
(WHO-FC) NARETHAHIZEEMTHY . 6 /A TIEEE (6MWD) 13%Drco-Hbe &
IEOFEIZ R L=, %Dico-Hbe 13, #RIMEESE/TIE (PaOy) & IEDFAEE. il @ik
AR EEE (A-aDOy) E RO Z R LTz, F72. %Dico- Hbe 35 X U%Kco-Hbe
TR (CO) L IEDFHEIA 7~ L7, %Dico-Hbe 35 & U%Kco-Hbe (2, lowest minute
ventilation (VE)/ carbon dioxide production (VCO) ratio & BDFHESAZ R L7z, 16l TITi
AUTIRBEER T, PAH IS JE L7V il EBIIRIAZS D3 DT 8, USRS OFERE
SOMERIZRIE—Td o 7=, %152 50 B 7 FIABEL L, %Drco-Hbe <45% D F#E13%DLco-
Hbe >45% DA L0 b AFRNMED T2,



[55 =% BE] AWFE CIIFPESEERA & CT CTIiSZERZA 2 BRoh L7- PAH JERFIOD
Drco B XD Ko @ Hb MiEEZFIO TR LTz, BREIER, EINMARER L OEm P4
& Dico & DEFHEIZOWTIIEEITHRE SN TWDEN, IiEERASCA M ZRRO TS
[FERDFERTH D Z L DVRS I, Do B LU KeolZ CO EFEBI L, AN ML E DK
TOEREO—ER L E 2 bivie, FEMEIRE (mPAP) “PhfiflEH##HT (PVR) & Dico
EDORNTHBIN 2N Z B RICAE L Qe — 0, RS % 3%
lowest VE/VCO2 ratio & OFAEE, 36 XN HRZ 3517 DA — 721 R AN 5, Dico
DI TV, AE—72 MBI X AR AR BT 5 Z L AVRIE Sz,

PAH ClIIthOZER ZERNTH Drco B LR Keo MET L TEY . PAH IZBHHET 5
PRFEHE & B35, 7o O N IZIXMAERZE ORI L © #5030
475 2 LAVRIB ST,

[itam] ARFZECl, JRE AR A0S L O RAFS2AYBLS. 0 S ORLS2 5 PH
ORI EIRZEZ DUV TR L7e, PH DX IRHEI I IFEIRO NIEARIZ X 2 fifidh
IRIE_ES-& Zd a3, ILD-PH Tid X 0 RFE O A AE 36 K OVlE M Mk 22
DOEEMEITIR SN2, £72. PAH 1B T Dreo 1, HFEERZES° Hb DR 2R}
LTHIEFLTEY ., MEHREEDERE L TCOPZEORRELY &, ZOARE I
K A HRIMFEA L2 T DI CTH D Z L AVRIB ST,



