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Review Article

Pulmonary Veno-occlusive Disease

VNI

m’azm’mﬁumamﬁa@ﬂamga (Pulmonary
hypertension, PH) fana:fifldnanuduiaionaaa
IRoauaddan (mean pulmonary artery pressure, mPAP)
1ummzﬁﬂ§an'j’1ﬂﬂa faunnin 20 wu.Usean NI
lasnogiwialadnaan (right heart catheterization,
RHC) aufienuvasasanisawmiiolan (World Health
Organization, WHO)" lsauazanufaundlunans
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fianizanudunaeaiioadaagsle

Pulmonary veno-occlusive disease (PVOD) L.z
pulmonary capillary hemangiomatosis (PCH) LiJuIiﬂ‘VlﬁJ
anuRaUnafinasndonsuaziaaniioadaslan 7

SINA LA PH 13U T@Uqﬁ@“}msmmaﬂmﬁa 2 wule

5 4 4 e e 4 . X A
wopmnilafisuniugihe PH 8ug laangulsailanaiia
ﬁmaaﬁmﬁm’wﬁﬂmﬁamm@ﬁu nndayaniiin

wenBinenludlagiu ldfimaaualik PVOD uaz PCH IR

ulsalungaundoaiw? &atin luvndail asldénin PvOD
unungulinainand

K128 PVOD dinda1ms uaza1mIuaainmanas
ﬁuﬁﬂ’ayI‘mmmﬁmaamﬁamLmﬂa@m (pulmonary
arterial hypertenS|on PAH) PVOD aa"l,@mﬂm"lﬂuv\m@
myawmmaa PAH' LL@]LuaamﬂmsmL%%IiﬂﬂiuLLsa
nin LLiﬂwﬂJLLWJI‘LLSJ’%wLﬂ@]ﬂ’]’lem‘iﬂsﬁa%Y]E%LL‘idil’lﬂﬂ’l‘i
sl,ﬁm%fﬂmlumjw pulmonary vasodilators & PvoD
Sefimanennsallsafiaaninun

Sul3aRniiiouit 9 nsngrew 2562
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myduunlanga PH ludlagtiu inmadszgy
World Symposium on PH ﬂ%ﬂ‘ﬁl 6 ui 2562 ﬁl,ﬁao
Nice UszinanSoea Sanoutis PH saniilu 5 NRNRAN 9
ANBINTUNEN TR NN IUREINIIARTEN LARZUWINTY
mM3nw (7199 1) Tas PVOD ldandnaglungudes
284 PAH %278 1.6: PAH with overt features of venous/
capillaries (PVOD/PCH) involvement Lf‘iaamnﬁﬂmmz
saumaaimymaisulafia 81013 wazaungusanaz
Afipdasiumaialsaiulndidosiu PAH 1™ 84
W fidunsisasnenanwdiarorn lag PAH §
WenFanwinasadoauaslaadin pre-capillary &%
PVOD finenamwiinaanidaadiansin post-capillary

A A . 2
uachnaaalaaaraglaa (capillary pulmonary vessel)
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PVOD wulsanwuldtasuaziiassenn Whasan
NMIIBIRNLUUIUIALNITATIINWNENTINLIVD I
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Wadaa mun"tu"lmmw’lunmm MINeNUgUANTIL
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aslinainannnisiszanm umsﬂs:mmqmﬂﬁm
a N & A .

n13tna PVOD ANPUANIIUNIING primary pulmonary
hypertension (PPH) atifl 0.1 fi9 0.24 Audalszzng

d' v 4-6 ] I3 a 6&/ ] v
wisauau® adrslsfiana gidnisali laldvow
K18 PVOD filfinanangwian1izdne 1iw PVOD
ﬁtﬁ@ﬂur{é’ﬂ’m connective tissue disease LUAW FAFIN
Fwaugirsmouazngelulia PVOD asfidasin
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mmqmmﬁﬂfsﬂ uaziladades

pvoD iulsafionaifiaduaswiofiasiuiulsa
%%ammqé‘uﬂﬁmaﬁaﬁu PAH udtitasannidiulsaiiny
lastae ﬂﬁﬂi”mﬁﬁﬁmmamﬂumﬂmﬁwmuﬁﬂaﬂ
$ruawitasirinn 1w PVOD wusiwiulse systemic
sclerosis Iiﬂam%a human immunodeficiency virus (HIV)
S9N aRwlniinaden wazmstsznoveandw 1
51mmiiﬂﬁwumnm']uﬁ@ﬂﬂamaﬁuﬁqﬂﬁuﬁaﬂ

mwﬁmﬂnﬁmaﬁuﬁqnﬁu

(Genetic Factors)
PINMINLBNUNLRIATEUATI DFUNTNRAE 9
awiiu PvoD®™ %a"l,éfﬁn"lﬂg&ﬂﬁiﬁuwummﬁuﬁuf
284130 PVOD AunInatuwusvaddun EIF2AK4
(Eukaryotic translation initiation factor 2-alpha kinase)
uazdw BMPR2 (Type 1l bone morphogenic protein
receptor) las M Iy mInaewuivasin EIF2AK4
lugthulsa PvOD vslusefdusslifimngnluasaunts

anduiidulinaqe o

finsnununInasiuives
EIF2AK4 auaz 31.3 lugjilaa PVOD ilnufiufasas 2.2
Tugthe PAH™ & SlUARUANNTUNUTVaIBU EIF2AKY
nuMILtia PVOD mumiﬂmﬂﬁuﬁjmaaﬁu BMPR2 %t
ﬁ’mmﬂwuluﬁﬂw PAH™?" LaATI8BANLNNTNANY
Wutveadu BMPR2 lugihe PVOD 1he*

mmm’mmmﬁnm@“ﬂ’m PH Tutl w.¢. 2558
Talanuidyiunliduunihdainsmonaanms
Wi yIuuARiae idiopathic PAH uaz PVOD 11228
s daundnluasauaiiiumendelyl uazdounusinld
ldayavasnanansiuivesiulunstislinisidede
PVOD wn lisunsaamadiudunanendinenle tou
\fiom379Wy bi-allelic mutation Va8 EIF2AK4 Tugtle
Aflomsuazennsuaasuas PVOD AX1se 38 PVOD
avaund LHuaw

mﬂﬁ%’um a']il:ﬂﬁ Ltazqwé
nslT1ane1n13e8 N0 RIS R BRANIRIEN
(anorexigen)vlﬁl,l,ﬁ aminorex WLae fenfluramine L‘W‘um”lll
Foslumsiiie PAH Faian' LL@i"ﬁagammﬁuﬁuﬁ‘mm
mﬂﬁjuﬁ Aumsia PVOD fefittes lasfinnssnoann
pﬁﬂwmmm%ﬁa wugthe PVOD 1 au fdszi@lden
nﬁju‘ﬁ Aatduiansas 4.2 lumm:ﬁgﬂm PAH WU
ﬂizﬁmﬂ“ﬁmmjuﬁ Jaoay 33.3°
puafiiniafldlunssnelinussmne g via
Iuanusunusiunsiia PVoD léun mitomycin,
bleomycin, carmustine (BCNU) a2 cyclophosphamide'® "
wazfalineanunisiia PVYOD wasannnisgnang
lanszan (bone marrow transplantation)’”"
Trichloroethylene ludvnazadunisafianiia
AfinpnuanuFuRREIUMIAG PVOD 9nnmsinmn
§ilhe PVOD® matisunugilie PAH wulszians
SWNE trichloroethylene NN IUIzNaLaTIWIDUAY 42
lugthy PvoD Wisufusasas 3.1 ludihy PAH lag
ondwnandiguida trichloroethylene lefur snslans
F9Laas THMBLaLFNANIEZaNaaN
miguq%'%'ﬁ'umnﬁ@ PVOD {318971%3210N 2 case
series iBugile PVOD iy PAH wué’ﬁmugﬁﬁﬂiﬁa
guq%’%hmju PVOD gininlu PAH*"

Autoimmune Disorders

PAH unizsaniing lduaslu connective tissue
disease (CTD) T4 systemic sclerosis, systemic lupus
erythematosus (SLE), mixed connective tissue disease
(MCTD) wazwu'lelitasiinly rheumatoid arthritis,
dermatomyositis Lz Sjogren’s syndrome' Dorfmuller
LAZAME lAFILNAININNTABLAUEIRBENVLNWADALREA
Uaalugilie PAH-associated CTD lLigdafiouiiu
K1y idiopathic PAH 59lavnmsfnw e funens
snwadlalugiliy PAH-associated CTD uazWuin
Jooaz 75 maa;jﬁwmjmf: fianufiadndlunasaliaad

Uaq (pulmonary vein) 33468 tgunugile idiopathic
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PAH wulwenTanwAaUndlunsaafaadilaatine
a8z 17.2% LazNMIANEIAINAT? Qﬂam’%mﬁﬂu

mj&l PAH-associated CTD tiulsa systemic sclerosis

= ~ a A a A o t4
DINUUN Uqﬁﬁﬂjwwﬂﬂﬂﬂluﬁaﬂ@Lﬂa@@qﬂa@‘ﬂ\‘i‘ﬁw(ﬂ

IRAAARDIAUNIIANEIVAY Gunther Lazame® el

a

ANwIAaNFkeYad PVOD 310 high resolution computed

DI

tomography (HRCT) Ta4laa Iurﬂ’ﬂw systemic sclerosis
Fawuinfesas 61.5 madgﬂm systemic sclerosis A
pre-capillary PH §&nwmzaas HRCT fitdn ey PVOD
Tayaan 2 madnsndlfidiwin Sadngruwihwowms
amwﬁl post-capillary pulmonary veins Iurﬂ’ﬂw CTD
78 PAH lefias I@ﬂmwnlulgﬂm systemic sclerosis

uaﬂﬁnﬂmj;&lkﬂ CTD LLﬁ'J gﬂﬁi']ﬂﬁ']%"llu’]ﬂlaﬁﬂ
WU PVOD Iuiiﬂmj&l inflammatory disorders fé‘l‘ivl,ﬁ] an
laun sarcoidosis, Langerhans’ cell granulomatosis L&z

Hashimoto’s thyroiditis®

o
Tsafinida

PAH finusiufiunmsaaite HIV "L@Tgﬂé’n,mﬂagji
sluﬂ@;miaﬂ 1.4: PAH with other associated conditions’
LA MSUAN T UEIas PVOD AuMIaaise HIV i
AUYANIINMITNBNUNANTIIN NN TINEVRIRT 8
HIV-related pulmonary hypertension Wu PVOD 1/3zdntk
$ovaz 6.06° lusurasnaaesuisuRuEIUNMIAa
PVOD % ﬂ'a"[ﬁﬁﬁagaﬁ%’mw sulngduniiasa
serology @im%a"ﬁﬁ@@i’l\‘]ﬂ lAnauIn (1w toxoplasma
gondii uaz measles) wiadanmsuazanisuaasiile
Aunsdaleuninia (Epstein-Barr or cytomegalovirus)
Tugsseaznailesunsdiess PVOD

We15INen

WHITRNIWYDS PVOD ﬁaﬁmiq@ﬁv’maama@
\Baadniaaannwsfia (fbrous tissue) lunaaaidanaly
1aaRIHAILMEMIUUURRIN G WIoRWILUNAIN (1
ﬂﬂiq@%uﬁmaa@Lﬁa@ﬁﬁ Mliiianzanudulunaea

94

Lé‘amﬁﬁgd SINRRHITIINRDALRaAG T intima VaIraaa
WReadlanaunalan (venules waz small veins) i
- o X 4 X v
lobular septa AMIAWIAITU M UFsudasinyle
v =} o d’d 14 d! s
vasunluraaaifaadinivwialug® Fan1svuian
X o c X .9 e
Iuvainaaaidandilanuuialani A lwanwmzuad
HaaALAaAA T lATIRT A ILWARALREALAT NILLTY
internal WRz external elastic lamina WLSIAZRINITOLYN
HaaaLRan 2 THABIAIINAILRUINIINIEIA1A lag
P o
waoatfaad1atlugau interlobular septa lupmedl
AROALRDALAI agju%nm centriacinar G'fiw:%@:vl,ﬂﬁu
nanaan’ miq@ﬁuma\‘maa@Lﬁa@oﬁmaﬂmﬂﬁﬂﬁlﬁ@
nﬁa:ﬂawmﬁulu%aa@Lﬁaﬂ@ﬁgmﬁa favinlwiAanTe
hemosiderosis LAz pulmonary congestion 1é Tasnae
pulmonary congestion mnAaLusz ez AW az¥in A
ﬁmﬂﬂﬁﬂul,mmvlﬂ;j interstitial fibrosis® NMygANUYa4
waaaiiaad Sahlugmasfimseaiioalndluansu:
fine anastomosis 381 <) AaaALRaANgAN K
mamﬁamaﬂu%nmqaamﬂa@ (alveolar capillaries)
21 1ASUNANIINY Loz U anB s UINLAZAALALD
(engorge and tortuous)* #3aAM I ANIUV 8T alveolar
capillary 1w 2 w38 3 Tu° GeviAiAaduansmval
pulmonary capillary hemangiomatosis TIFOANBBINY
ﬁagamsﬁnm@ﬂw PVOD/PCH 38 3187 WURNMIE
nane§3ineivas PCH ldlugias PVOD uazasy
631 PCH b unszuinuns reactive angioproliferative
AnaFuLtaIsiaanA1Iz PVOD
Wm%amwmaamamé‘ammaﬂa@h@ﬂw PVOD
dulnnj9ewy medial hypertrophy WAZNIITRUIGD
YBITW intima UL eccentric TIRNBULAINFNIARNE
NUANHIASYDINABALRDANLAAIIN thromboembolic
pulmonary hypertension wazluilagiiu finadufiaidy
ol mnﬂﬁwuﬂawawaa@Lﬁaml,mﬂaﬂlu;jﬂw PVOD
g: | A tﬂl g: A )
unidwngauiiiasannnsganuuasnasaiiandilan
'vﬁaLﬁ@mﬂmmqﬁdﬁumgﬁmﬁu SINA AL AAWLNT

& A o . A ‘[ 26,28
FAMANVNARDALADAATNLNCHARDALNDAILLAI LA G
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ANVUSNIAFRN LAZNIIIRINY
M3BnUseIRUazN1INTIIINY

2IMIUATANMIURAIBIKLE PVOD Tunnas
fua1nsvesgiie PH 5uq LRZBIINLAINIIURAS
284 pulmonary edema & @olaleifuannsfisumne
ﬁagaﬁnﬂmiﬁﬂm@ﬁm PVOD 2 3118911 ® wud1a1nny
LLﬂZ@Wﬂ’]SLLﬁ@G’}JaGl}E/ﬂ’JUﬂﬁjuﬁ‘ﬁlwuﬂaﬂ 4o wnilay
uaunulld ansvasnizialaassinne Wuswu
wazaMTlaurd g unuinanueimsladuifonls
Kieunasn

N1TNIIINILANNUAINITURAIVDINTE
pulmonary hypertension wazilaveswinane g
prominent P2 component of the second heart sound,
tricuspid regurgitation murmur, distention of jugular
vein, right ventricular heaving Laz11U234%° a1N1ILRAY
289 pulmonary edema ﬂ'ﬂﬁ]:"l,;iwuslugﬂm PAH? 33
onududtolunmsuenszwinadile PAH uaz PVOD
& samnInTasemeiug fienanuld 1w clubbing
of fingers WAz cyanosis mmmwuvl,ﬁﬁy'ﬂugﬂm PAH
ez PVOD>?*
NMIATVNNANLTIENT DN

INWUANWLEVAY pulmonary edema 3UNU
ANBLD pulmonary hypertension PMNNNWTNUTIF
7132980 LB% WU enlarged proximal pulmonary arteries,
peripheral interstitial infiltrate, septal lines LLa¢ right-sided
pleural effusions anaTIERLEYWNNTIRIRY PVOD™
FIUWANENETIRABNAILABINITIIDNITNLAN B UV DI
pulmonary hypertension TN pulmonary edema
WULAEINY NINANTANI128S Resten A. Lazame™ e
wWinuifisuniwaheSidaenfiainainisenvasgia
PVOD gt PAH Wud1 ground-glass opacities,
smooth thickened interlobular septa L8 mediastinal
adenopathy wu'ldtiaulugiliy PVOD™ *" dauanwmmus
guﬁ] L% inhomogeneous lung parenchyma with a

mosaic attenuation, well-defined pulmonary nodules,

pulmonary artery to thoracic aorta ratio > 1.0 L& pleuro-
pericardial effusion anansanylalugiln PVoD udlals
NN > 202

]
s

N13a519W laAgadwidaIaNNgs
(Echocardiography)
Transthoracic echocardiography unydazilin

'
o

ﬁéhmymehUIuﬂWiﬁﬁaﬁﬂpjﬂaﬂﬁaaﬁﬂnﬂa: PH
§FIMIVUNUINVBY echocardiography Iug}”ﬂm PVOD
‘ﬁ'ﬁﬁﬁty waNIMNMIUIUAUANUTULIIVEY PH Uazil
Frpsdumsrhauuesialafidhainfadnansell 2
anA1anIn1Tvaiswlaia

(Hemodynamic Parameters)

PVOD 1@'%un135@1ﬁa%i1u pulmonary hyperten-
sion mjwﬁ 1" flosniidnaumanimsinadoulafia
MNMIIERLEIUALTN2N (right heart catheterization,
RHC) wnidendufinuls PAH fa Tasifuduves
mPAP luaaseiin > 20 mmHg FINNY pulmonary arterial
wedge pressure (PAWP) < 15 mmHg ae pulmonary
vascular resistance (PVR) = 3 Wood units (WU) "%GL‘TJ%@"‘I
RUMIATT MaIuulaiauas pre-capillary PH (PAH
group)’ 37 PAWP Lﬂuﬂﬂalugﬂw PVOD tiia9a1n
PAWP udtadsfiuanifonnudusainaaniiond
Uaauwalnajdawnans (central pulmonary vein) uaz
wlavasdroun® Wladudfuaasfsanudulunaaa
Weaaddaauwaiinlugilie PvoD® lugtle PVOD
F2WIMsTa PAWP nasannisuariud anadnmsiiia
Hupoaennnudu PAWP lugiausn wasaniuenaang
CHRELLHE) fasamiulng sanmsfideaden 992118
inunaaadaadeafinalng sanldgialaiasthouw’
'ﬁuﬂumqwaﬁiﬂ anufiaUndlurseaiianduaznaan
\faarlondaalu PvOD liginansznulifidl PAWP g9
Anvanaaainisnaivulafiavesgin PVOD 14

mﬁauﬁ'ﬂugﬂm PAH 13731 PVOD azianuialn@n

post-capillary pulmonary vessel
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Acute Vasodilator Testing

NNINAFAL acute vasodilator #38 vasoreactivity
testing tlagdnunnaziluszninsmslssosuiile
Bnanlugilis PAH s wiulugile PvoD mMInaRaUit
219 iAnn1zunInGouguuss da pulmonary edema
1o wihazlaldiRanugihe PvoD nnma damoau
M 3lT inhaled nitric oxide ln13¥i1 vasodilator test 'laj
WUIINANTIL pulmonary edema lu;jﬁam PVOD® Ui
nansnaganit Waunsaldiuensaeuawenie
MUBMSAAAITLNIATaUINNATIE calcium channel
blocker lugtlay PVOD ld ** n1inasau acute
vasoreactivity testing 3913ildunsasrafisninln
H1las PVOD™ LL@imﬂVL@Tﬁ'm'ﬁmaauﬁslu;jﬂaU PAH
weLia pulmonary edema luszningmsrinmInasay
aniaziulumsdfiieds PVOD fasifinanndu’
Pulmonary Function, Gas Exchange Was Exercise
Testing

Spirometry lugthiy PVOD lasiuannazlnaifios
Und ndayan13finsves Montani uazaAm® WU
m'é‘lzmaa forced expiratory volume in 1 second (FEV1)
/ force vital capacity (VC) #¥onas 80.7 %dLﬂ%@i’]ﬁaglu
\naunUNG LLaﬂﬂﬁLﬁmﬁumﬁfﬂvlé’luﬁﬂw PAH uena
THNUNNLWNIAN®* WU mild obstructive defect
27%, mild restrictive defect 18.2% L@z combine defect
18.2% lug1lae PVOD

mimaﬁ]ﬁ'ﬁwﬁry fa @ diffusing capacity for car-
bon monoxide (DLCO) Hile PVOD dnwuiin1iaaas
289 DLCO luszé'uﬁgul,l,iandﬁ LﬁaLﬁmuﬁu;&”ﬂm PAH*
3 LLazﬂJ’]ﬂﬂ’i’]ﬂ%\‘lﬁladéﬂ’Jﬁl PVOD #inm38aas189 DLCO
< 50% predicted® 2> 3137 DLCO @'%WVL@Tmﬂsl,ug;JTﬂw
ﬂq'u‘ff anvaunelaane pulmonary hypertension L84
TIWNUNNME interstitial edema™

n2z hypoxemia wuldtaslugiis PAH udlu
Hilae PVOD dinwud1n1z hypoxemia I0na3uuss

g6

unniluymeRnuazumeaanindsniy wune
hypoxemia i;uLLidmﬂ%u%ﬁdmimn 6-minute-walk
test (BMWT) lugfile PVOD lanazfiszdiy Spo, nav
msmaam’iﬂﬂiﬂgﬂw PAH 310 dauszoznnefitanle
Tunnsasia 6MWT siwlsidnain
Bronchoalveolar lavage

w413 bronchoscopy 3z lalin1sasaadivh
nudutszdnlughe PAH Lwiﬁﬁa;gmﬁ'mﬁumimn
bronchoalveolar lavage (BAL) fiuid 31819815z Temblu
nsupnlalugias PvoD o ilasanduntionen’s
snmwzasnaaaifieadiaalugis PVOD ag’ﬁma@
L1R0@ post-capillary miq@%ﬂmhmeé’dmz’nﬁﬂﬁ
ANl pulmonary capillary g{d“ﬁuuazﬁ alveolar
hemorrhage 'la® annmsdnewile lavuntaya
Hilas PVOD waz PAH #l6Un3¥ bronchoscopy Wu
Fma BAL fuid analysis lifanuuandnsluBesuas
alveolar cell count uaz cell differential counts LWL
hemosiderin-laden macrophage W8 Golde score 'ﬁga
niagfituidymesiia lundu PVOD dawisufiu
PAH *' uananit fafim3dnun @329 hemosiderin-laden
macrophages IuLau%:gTﬂaﬂ PVOD &anuiivSunm
ﬁga“'ﬁuaamﬁﬁfm%wﬁzymmﬁaLﬁal,ﬂ%almﬁﬂuﬁwjﬂw
idiopathic PAH uaz SSc-associated PH® m13@nm
G9naN7 lafuadn cut-off 189 Golde score TwlaNmnz
71 200 GeazlWen sensitivity ua specificity luns3iase
PVOD 71 100% a2 97% aagnéiy

wanaNil NMIATIaRaINFaIMaaAa (bronchos-
copy) luetlan PVOD ananusenlsaluntinasaan
L% hyperemia 71 lobar wa segmental bronchi TIUNU
longitudinal streak vanatlunaanaInmIveNsFIves
ﬁaamﬁa@lu%u submucosa 31N congestion VAIR[AA
\doadan anwamzanudadnddazlinoluuiom
trachea LLaZ main bronchi Lﬁaamnmﬂmﬁﬂumauﬁa@

Tuduniisitoanliunig bronchial vein®
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- . .
LINIINIIINIRY (Diagnostic Approach)
ANTINRE PVOD Abibtath AaN1IATIININNT
- ¥ 4 o« X X " X
Ing1vedhalaa smmm@’ﬁmuaﬂa@lugﬂwﬂquuu
mmLﬁﬂﬂ%ﬂﬂﬂﬁamaumiﬂsﬁau@a LRZULNNTUNIYING
ﬁdﬁadwmiﬁﬂﬁmmiﬁandnLﬂuiaﬁmlu@fﬂ’m PH
A9 LWINIINITIHARLNUAIMNLRLIAININ invasive
v 1 R U = g cﬂ‘ aaAa s
#auNINFNTNWTUNUINNINTY TINNTARIDY PVOD
213 b LA NI T AN BIMEDINIT AINITHEAITINAY
MWSIANTIAN FIAUAIEAINITIva I ulaiaaInms
laaaaiumiladnuin nan13a32a echocardiogram W&
m’;ﬁ]aminmwﬂammzmsmnmaﬁuﬁqmm%
é’ﬂwmzNamim’mﬁaﬁuagumﬁﬁaﬁﬂ PVOD

bad)}
Z
ke

e  ANMIUTAINIIUAZDINIIURAIVDS PH

o @aaumaasnmsradoulafiaannmslaane
s lagna i leny PAH

e M3ILNANTIY pulmonary edema WAIIINNNT
NAFAU vasoreactivity #38LAaRRIINMTIANNTINEN
lassnasnsnaaalfiandn g

e MINARDUFUITONWUDANLANIIAARIVD
DLco lastanzfidndranniis < 50%

e N1 hypoxemia ‘ﬁ'gumd Tiazduanenn
WIDNRINIINTIA BMWT

o dnwoizfiwuann HCRT chest léur septal
line, centrilobular ground-glass opacities/nodules Lz
mediastinal lymphadenopathies

o Us¥ansauniy wusngnlunsauaiifilesy
nMTI%aRg PVOD i”mﬁumfmwumiﬂmUﬁuﬁfmaaﬁu
EIF2AK4 wuUu bi-allelic

NIAUATNIY
n13laandLan (Oxygen Therapy)

K1l sAfnzwiasaendian arslesunsuila
TasmslwaenGranifiaussininsiiannznasaidon

LadlaanaLnIIaNnNA1INENIadaandian (hypoxemic
pulmonary vasoconstriction) %&Lﬂumm@mﬁdﬁﬁﬂﬁ PH
La289 Banaziinenu mIlmssnmmesaandianly
K1lae PPH i linumaasuulasasdn PVR datam
Ao tilesanuatradssanmsldeandawiuives
sesuusrinlldeandawdofinnrznsasaondianly
Wil PH 7ufls PVOD 6 I@Uéﬁ”ﬂaﬁammﬂﬁaga
mﬂﬁaaﬂ%mu’l,u;jﬂaﬂIiﬂﬂ@@g@%%L‘%ﬂ%’d wietin i
¥panSiawile partial pressure of oxygen (PaO ) < 60
ux. 13an %38 oxygen saturation (SpO ) < 91%"
21futdanudeea (Anticoagulants)
wwadjudnisauainmgiae PH Tudegiu®
uwuzthldldeniuiaaudadalugile idiopathic PAH,
hereditary PAH sz PAH fAaanmslsenanimiin
Ssduusinmanit §19BIRANFIUNIIINNTANWILUY
observational uaztiyhifitosyLl Basmslonmudoauds
éfﬂusjﬂm PVOD udtitasanansasmaiasuuasd
saumaasmymaioulafialugie PVOD wnilauiy
PAH fifsnmauranguldfinisls warfarin lugias
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