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1. &

fifiE#AREAZEAE (pulmonary veno—occlusive disease:PVOD) (348 TR B TH D FrFE M ENARE M
ENEELFEGHIEERETHY, ARICEAETERICFETIRTH D, REBEBF I LAHMR D FRIK
NELGREMMETHY. iFRIkDONIRIEECRHEILFICLSAELZRD S, MEME ESE (pulmonary
capillary hemangiomatosis: PCH) (X, RIS FRIICIMIEEE D EMEE £ F 45 ET I, MEELEIC
FiR D EAREAZEZ A L. ERARk PR A TH S IMEIARD MIE (FhBIARE) DIFHMG LR 2RI LITh
5, TDEOH BERMICEEEDOEAN IR THS, oI, AR o it B ARk 14 i = M0 £ A
(pulmonary arterial hypertension: PAH) SEELILTHY . —iRARZEICEWVTERRMEMNSZIT T
PVOD/PCH %885 EISRE#TH A, BEFITIEMER CT BRICEWT, TUASRIKIZE . NERRED
BEGEMNBREEINLD ., EZHIERE CHLMEEN S DRBEBZH TOHARETHS, LI=H T,
RRMEMBARMEMS MEESZHINTOSIEN S ERGRERTIEBESNTOEVLONRIKTH
%, PVOD/PCH [ZH W HFERITRIEL . BIEENZ N ESN TS, RABITIEBHEICOOZLMERA
Hd, 15 BRBDIIER TIEBRXEFENELDNI TN,

2. [RE
IREF R TIX PVOD/PCH D IREIEFEATH S, (FEAE DIEGINIMILIETH LA KR FAE D &5l
155, REDHETIE., MEFEGCHICEBRKRETHLIENATEEIN TS,

3. fEK
S MECEESETHEDIEFERMERTH S, FEIRIE PAH LFELT DM, REBS LU FERERS
MIEMN PAH KYBLFEZETHS. FIEEDOEUIN ., BHEDO X, THEOZE. ME. FIEROXELETH
5, BEEFRIMAE (AL, (EEHRIBEELREICEOHLNS,

4. BEE

KIEDREMNBASMNTIEGEN =D, FEDETEHEILETESBERILBGHERENEARTH D, KFtE.
BENDETHY. IFIRBERZEILSE S, FIRFICMZ . FIRMFTLENERE (TAR2T ST
REE|(PCI2, TRTART/A—LIE)  RRAKRD TR T5—E 5 EH| (PDE-5 Inhibitor) . TR
SERRENE (ERA)) GEMN RS INLD, M ENREICKLSMKEBEBEEDERMENH DO, +27
EETCTOEANLEEND, LI, —BHHEHENROSNZHEETLERAMICIIDRLSRESA . ]
R CIEIFEHE DA D TEBBRETHS BBRMICEEINATF=TOEMBLRESNTLEH, Z
NIZTDOVTIE SR DREIFRETH D,

5. &
BEICERMETHY. FEICTFETIRTHD, AHELLTERZNE. BLFENH5,
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O EHOHEICHELRIE
1. BER(IEMIZLS)
#7100 A
2. FEFEDHKE
i
3. BEMIIARA &
KHES (IR ABAEAL, )
4. REIDEE
DECAEICERMETERCTETR)
5. PR
HY (EEBEENBIHELES)
6. EEESHEE
NYHA DHEBESSEE . WHO FitiS I #EAE 5 4854 & TR R L =R 22 UE1 < &k 2 B B 14 R 5 I 1 5 O B
ENEEZRAT., I BERIL Stage3LLEEWHR ET S,
EHBE (T Stage3LLE . NYHAI E LI E R ZMMEHERELEAL TV A BEERRET S,

O faiRMHT
MFRA2ICEI HRAEHZR
HRARE FEXFREREFHAER FREARE B EE—
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<ERIRECETEE>
FEIFH
QA LAT—TIVET RO IMENARME TS M EAE (PAH) DEZEREELHT-T,
FRBEBFOALDNT—TIVREMR
() ENARIE D L F (L EFIFMENARTFIE T 25mmHg KL E ., ffill E4E$51 T3 Wood Unit,
240dyne-sec cm™® Ll E)
(L) FEIAREA X (EDEE) [(XIEE (15mmHg LF)

QPVOD/PCH % 5eh & I8 = A& E CT(HRCT) AT R VNERIFRE DIEE . #UIKE. FIKE. RUASX
¥k (ground glass opacity). #itfE') 2/ \EIEX) AHY . Hh OB EMMEBRLE BHEMEE CBRRESR
RN TED,

(DR A4 Fifi i1 & P55 38 (ERA. PDES inhibitor, 5 PGI2) [Zk A5 o 1.~ fifiK D 5% %

BIRHIIEE

ORFFOHARMESE D EDET (70mmHg LATF)
QFfitREIRE : FfiHE A RE D E BIZME T (%DLco<55%)
Qi F BEXRIFEEDMRRIEEZRD D, FIEEETHS,

SEMR
DR EX LS EPOANESTIVERII/OT7—U%BHD
QEMHIZZ
CEERDHDAIZZ

< fEE A2 >
UTOEREERNT 5,
M PAH, BIGE PAH, Y. SWFH M PAH, £IEKRABICES PAHBBRRK. FIRESTELE . £X
MR EALE) | MR SRR B IZHES PAH, 18 M2 ER M4 S M E

<BEE#HREROZEHOHTI)—>
LT OIEZHEEGIRUVTERRZEFIZIEEHBORIRET S,
758, TPVOD/PCH 5ELMI (3, EAMIC PAH THEET HIEET S,
2SRRI ]
o IFIEEHODQ + HREZHHI
I 56 PR 32 W31
TREZLZOWThIER-TLDET S,
o ITEEFEHODD + TEEA®G + BIXIEAM>H2IEBLIE
o TEEHDD + BIRIEBLT
TPVOD/PCH £\l |
o TEEHDD + BIRIEBDI>H1IEE
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<SREEZHATR >
PVOD : SR At E%AR (45 (/N ERIERIR) DU FAMEN OB E (FFARD 30~90%) LEAERR.
PCH: fififa 2 ) EME M/ IE DS BIL RUIEE, S5I2 PVOD [CEL- KM IRREZ RN 56
HHY,
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<EEERE>
Stage3LLEEXRET B,
fifie £ BE 5 58
NYHAID B RE S $8
IE REOSKFTETITEER
IE: BEOHKENTERRER. FETFIBNOOHREIND,
NE: BELUTOEKREBTERER. SERFHHELIAIRENS,
VE: EALGBEREEH DI REFHF THEKRER

WHO fifi &= M. [ fE # 5E 53 #8 (WHO-PH)

IE: BREHICHROLGV SN EESRE
LTRDSRES TIIIFREEORS . MECRmEEaELLEL,

E : FHEBCBEEDHIROH LM M EAE B E
REEBFICXEEERIGLD,, TED SR EETIEREHOES . MR CRMEENETS,

IE: FHREBCELVFIROHHME MEERE
REFICERERDSGLD, TBELUTOEED SR EE THRER KRS . R OX#LEENED

%

IVE: EALRBRESLL TERLGIMENEERE
NLDEFFALDFEDERERLTILD,
LEFICEERRER V. XILEFHAHEND,
EALGBREBTLEREERDEELAH D,
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(FT R ERRE)

iR . e
e B & AEK T mEIARE (mPAP) | IMZ %K (CI) it 0 & Hi SR 3= (% A
nB A<
40>mPAP > 25
Stage1 | WHO-PH/NYHA I~II ERALL
mmHg
Stage2 | WHO-PH/NYHA I~II mPAP > 40 mmHg fEA%LL
FAHY(BEFRALE
Stage3 WHO-PH/NYHA I~II mPAP 2 25 mmHg £)
Cl > 25 .
WHO-PH/NYHA IlI~IV | mPAP > 25 mmHg FROBEIZERLT
L/min/m?
Stage4 | WHO-PH/NYHA llI~IV | mPAP > 25 mmHg CI<25 L/min/m? | ERDHEIZEZEST
Stage5 | WHO-PH/NYHA IV mPAP > 40 mmHg FERHOEEIZERST
PGI2 T - R TiF
BEERASADELRISES
XERERDEE.
mPAP D E(ZB & 7%<
Stageb

BRIEIK. mPAP, Cl, M ELREFADEBE L TEiME-Y &S Stage ZE R,
BE. BIRMMIENREZFERALI-ORENAEBLL, REZPLLEGECE, MNEEREQERN
12 TH. Stage3LALLY B (BERFFIC. BEDMMENREFERBEERLRHT L),
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(E#EF)

IDIO—RETO=RFINHE

B BREAERK fifi i B PR SR 25 55 AR
HEEZE (TRPG)
Stage 1 WHO-PH/NYHA I, 1I TRPG < 40 mmHg FAML
FIX AELTRIL
Stage2 | WHO-PH/NYHA I, II TRPG 2> 40 mmHg fERA%GL
WHO-PH/NYHA I TRPG < 40 mmHg ERAHY

FrE, BEELTRIGL

Stage3 | WHO-PH/NYHA I~II TRPG > 40 mmHg FRAHY BEFERLED)
WHO-PH/NYHA 1II TRPG > 40 mmHg ER%L
WHO-PH/NYHA 11, I1I TRPG < 40 mmHg FERHY

Stage4 | WHO-PH/NYHA II, III TRPG > 60 mmHg FEROEEIEST
WHO-PH/NYHA IV TRPG < 60mmHg FRAOHEICHRST

Stage5 | WHO-PH/NYHA IV TRPG > 60 mmHg FRAOHEICEHRST

PGI2 58T R T I A
MNHELIZE (X WHO-PH 243,
mPAP DEIZR81%7%i< Stage5

BRENR. TRPG, MM EHLREGADER £ TEME-I RLEL Stage Z3ER,
BEGERMMDELRREZFEALL-ORENBAL, BHELZHULEBEICE, MOELREDOERN
17 TH. Stage3LALLT B (BERFFIC. BEDMMENREFERBEERLRHT HE.),

Stage3U LTIV EL2FIT1EDDEAT—TIVICKSFHEMNEELL, LAL. MNE. SHE. 5iF
FEDZWVNBELGE  REICKYDEAT—TILIEITIRINBWMEGE LD II—TOF ML ET 5,
EFETIEIAZLA, TRPG @ 40mmHg [, mPAP @ 25mmHg IZPEE3 %, TRPG @ 60mmHg (. mPAP @
40mmHg IZE#9 %,

SR I O ) SOOI 350 5 R I

1.

T4 R W IO 2 BRATER | *ﬁﬁ)ﬁﬁ# ZRL T, WA LICRBROREN2WSEEICIE, W
NORFO S DZHNTHE LI AR (7272 L, SR OfE 2 R~ BRIERE ThH > T,
PHHEZR B DIZIR D, ),

- AREREBIRRIC BT D EIEE D BIC OV TR, WEEIREZENEHO T TREMTOIL TV HIRETH

2T, [EIT6 2 H R T b VIR %EEFE#JFUUWL%S L LT 5,

C B JERORREDN EROEIEESHE T EU LISEY LRWE TH L0, miRER ki3

D ENMIEREDIZHONWTIR, EREIRONGEE T 5,
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