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(Efficacy and safety of oral pulmonary vasodilators and imatinib for pulmonary veno-
occlusive disease / pulmonary capillary hemangiomatosis)

[FR L BEW]

JififEs LS (PH) 13400 7 — T /LIRE (RHC) 12 C 3 U 7= 2R R AL 00 -2 it
JIRFE (mPAP) 7% 25 mmHg PL B & EFR S, ORI - JHEENS 5 DOREC I TV
% (Fukuda et al., 2019), %5 1 #EIIAENIRMENT & MEGE (PAH) C. il & 22O JRIKNZ & 0 fifidh
ROz, VET Vo ZFRECTERER, EIREL BT 5WETH D, FrICRRESE
fEVE PAH \ZKT DIEENITHED S F LR L TBY PEAUE L TE TV 5 (Tamura et
al., 2017),

PVOD/PCH (I HT D H A KT A N2 TH 1 # (PAH) & 9FHE LT % (Humbert et al.,
2023), PVOD 3R D fifiilik 23 N ERRAE L, MHAIGIE, R i O i B IRERIEE 1 X
DIRE, OVE AMEICEAZES /R8T H D (Montani et al., 2009), PCH (3 AlifaEEICfF{ES 5 E
FRIMAE 23 I A5 AR I HETH 3~ 2 e & X 415 (Ogawa et al., 2012), WEEFAICIIRZ A2 DD
PVOD & PCH IZEERANIC XIS EECTH V. F—EERA7 P T LLEEZLNTVD
(Chaisson et al, 2016),

PVOD/PCH Zx} 3 B . & L7z 1GR3 7 <. PR IFA R TH % (Holcomb et al., 2000,
Montani et al., 2017), HRAW iR IO 2 TH 2 23, ZBIRFOFE| 7 &I X - CTidE
JGE BRI b B\, JEE, FififERECH LR TR T ) — LV OHEHERE OH)
4<°(Montani et al., 2009, Ogawa et al., 2012), FEHAMMEILRIEICOWCTOHRED AN D
(Luo et al., 2019, ZhangWang and Zhang, 2021), 725 v v ¥+ —¥HEHKTH L/ ~vF =
7% PVOD/PCH IZfifi] L 72 ¥ & & 41 % (Overbeek et al., 2008, Adachi et al., 2014, Nayyar
etal., 2014, Ogawa et al, 2017, Sato et al., 2019, Koiwa et al., 2011, Kataoka et al., 2012), L 2>L
ROMIMEILRE S X 04 ~F = 728D X 5 7% PVOD/PCH FEBIICHTH 25, F72%
DEEMICE T 2 AR TZ L,

AR < IR OIS LR 5 X N4 ~F = 7D PVOD/PCH EFIIC 4 2 505 - L4k
% YRl ERREGNIC B W THREE L . 55 N8558 2 & MG R o BHIRE 5 ¢ o Y] 7 i
HiEEHL 2T B EHNE L,

(x5 & i)

AEHEE K FIRBEE 2N EHZ W T, 2001 4F 1 A LR, RHC (2T PH & 27 L7 JER] %
BTG L. PVOD/PCH & 2 L 7-JiEf5] 2 384 L 7=, PVOD/PCH I Montani & O #
FIZ LT3 - T2 L 72 (Montani et al., 2017), F£7-. PVOD/PCH [T IEICADFT25 2 &
DS E U TE Y (Overbeek et al., 2009, Gupta et al., 2019), 8 AESHHE] D TR & L
oo TUODIEFIOHD S, O #ROMMIMEJLRE CIEZITVN, 2> OTEHAI% T O
MARETH DR, @OA ~F =TI X DIBFEITV, DOZ ORi% THATEIRE DO RHMm A 7]
RECHDIER (DD, A ~F =T HANZ X D H %2 51l T X 72ER]). ([2OW TOMETE1T

277,



[##]

PVOD/PCH OB Wi A7~ L7=DX 15 BITHY . 95 6 HINREIEADHITH -
7eo TREZIES DM, FES DIV TR O BRI D2 2 2B o T2,
& Ol M E YLK OB GEE . 3 61 (20%) THiIZAKIEDAE U733 v b FEHI o Ik TolE L
7o REONTIAE PLERSE A 5 5%, A TENAE I3 128 L mPAP 73-10+12 mmHg
(p=0.012), PVR 73-36£19%C&# L7= (p<0.001), Hi#hfik=> 7o A4 7 A4 1.1 25 1.9
ml/mmHg ~ & A EIZe#E L7z (p=0.005), PVR OekEROREIC X 2 st cid,
PVOD/PCH % /R’I29" % CT AT 0%k & PVR hE RN A EICHE L Tz (p=0.045), F
72, PVR B D B )>o 721 E%DLco/Va 23 BRI T 277238 - 7= (p=0.064), ik &
A UTER ClIEk = > 77 A4 7 o ADMEWMEIANC & - 72 (p=0.08), “FHIEFFHIRIE
394, 1 FAFHFEIT 93%, 3FEEFFRIL65% THHoT,

FloA ~F =TT DFHE 5 BITITo 7o, Mlis M EAE O B RIE R 2 35 < FAE L5y
¥ Cd 5 WHO i i ESERSEE /> EE (WHO-FC) 23k L7-DIi 1 Bl T - 72753,
mPAP <° PVR 233 L7 DIXRYEF 2 & T2 HlITH 7=, Z @ 2 B TiL HRCT | THiiEF
KD AT SNDHFRMD R Y T T AR EFRD T,

[Z£]

AHFZE LR 10 I A SRsRER B o> . PVOD/PCH JE I D fifi 1fiL 1 TEHAE ~ D 5288 - R FE L 7= it
RUIORETH D, OB IR A2k 2 2 & 23T IREFNZ I TIE 5] Thfim
ITEREDUEENS b, MiAKEIZERREEERIEN, MEk= 2 774 7 o 20k
HEDFIE 2 TS 2 72 DI A AR EHE & 72 5 FIREMED R S iz, E721RERTO HRCT O
FFA & %DLeo/Va 23, Al B YEaRIEO N F T RN H Th D IRt R Sz,
PVOD/PCH O P& IZARBIZN, AL %2 G DITHEOWME TIIREHR &t L C P RIT R 72
BRI BN D, ITEOHAS TIXREHIZ W EICBE G 23S RAT STV 2 ATHEMEN & 5 28,
PVOD/PCH (23T b ifi i & YEIRIKIC &L 0 A TEI 2 # 9% Z & 1%, PVOD/PCH JEfH]
DT % DUEIZEN D AREMEDRH 5,

PVOD/PCH IZ%f L CA ~F =7 ZEHA L= EIX N E TIZ 15 FIHFEETH0, £D 9
L B EITITE THoTmE SR TWWb, L L RHC TiHMliSN7=DIiX 1 FlOHRTH Y
(Koiwa et al., 2011), & HIZA v F =7 HAITCOFMITE)N S T-, AR TIFA T =7 H
KITOFMZATV, OGR4 O RHC 12 X A ISR EIRE DR b 4T - 720 tENRE S
NT=DIX 25 BIEBER LD DR E o7z, ZORRNG, A ~F =71
PVOD/PCH &BIZAZN EILE 2R WEIR SN2, dENH DIz 2 5] Cld HRCT CHliEF
KV ART ENDHHFRO A Y T A5 270, Ak R % 23 2 iR O B %23
PCH IZ&EEL Tz & OFE D H % (Wada et al., 2019, Anazawa et al., 2019), 2> DKWL T
A =F =7 DERE LN 26 1 FlofC X PCH OFt RO ARMHR I Wiz, AL
XY, PVOD XV & PCHICHEWT A ~F =7 ORNEBHIFFCE 3 [REE# 2 b,
HRCT i A2 4 ~F = 7 OshRFHNCSH 1 5 AJREEA TR S iz,

[#m]

AWFFEDORERD G PVOD/PCH (Zx3 H{RFICI VT, HRCT P23 1 Al i 3 Lok 3E
BLOA ~F =T OMETRNC, FHEBEES L MBIk = > 7T A 7 2 AN O il i 3 kg
HOMER L OLZ2EOTFRINCHH TH D ATRetERNRmE STz, ARAFZEOfEFTHERIE0L D
72\H DD PVOD/PCH 13ADEETH 0 . ARIFFERCER AR BT 3 2 88 7 R R
RS2 ECARARMR L Bbi s, AIFFERED 5F 2. PVOD/PCH DiRERL LT
BONESHICWET D Z LRSS,



