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Characteristics

mPAP >20 mmHg
PAWP <15 mmHg
PVR >3WU

mPAP >20 mmHg
PAP >15 mmHg
PVR <3WU

mPAP >20 mmHg
PANP > 5 mmHg
PVR >3WU

Clinical groups”

1,3 4and




TABLE 2 Updated clinical classification of pulmonary hypertension (PH)

1 PAH
1.1 Idiopathic PAH
1.2 Heritable PAH
1.3 Drug- and toxin-induced PAH [table 3]
1.4 PAH associated with:
1.4.1 Connective tissue disease
1.4.2 HIV infection
1.4.3 Portal hypertension
1.4.4 Congenital heart disease
1.4.5 Schistosomiasis
1.5 PAH long-term responders to calcium channel blockers (table 4]
1.6 PAH with overt features of venous/capillaries [PVOD/PCH] involvement [table 5]
1.7 Persistent PH of the newborn syndrome
2 PH due to left heart disease
2.1 PH due to heart failure with preserved LVEF
2.2 PH due to heart failure with reduced LVEF
2.3 Valvular heart disease
2.4 Congenital/acquired cardiovascular conditions leading to post-capillary PH
3 PH due to lung diseases and/or hypoxia
3.1 Obstructive lung disease
3.2 Restrictive lung disease
3.3 Other lung disease with mixed restrictive/obstructive pattern
3.4 Hypoxia without lung disease
3.5 Developmental lung disorders
4 PH due to pulmonary artery obstructions [table é)
4.1 Chronic thromboembolic PH
4.2 Other pulmonary artery obstructions
5 PH with unclear and/or multifactorial mechanisms (table 7]
5.1 Haematological disorders
5.2 Systemic and metabolic disorders
5.3 Others
5.4 Complex congenital heart disease

PAH: pulmonary arterial hypertension; PVOD: pulmonary veno-occlusive disease; PCH: pulmonary capillary
haemangiomatosis; LVEF: left ventricular ejection fraction.

Simonneau G et al. Eur Resp J 2018
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Nature of the PAH disease

Primary Secondary
2 Tertiary prevention
prevention prevention (Current approach)
S ﬂ Asymptomatic B Symptomatic Advanced RV fallure
Risk Factors
Genetic and
R Pulmonary
Genomic vessels
Environmental (100%)
Endogenous

Resting PAH only occurs after an
enormous proportion (roughly 50-70%) of
the pulmonary vascular bed is lost and
/ pulmonary vascular resistance and
/ pulmonary artery pressure rises, so that
/ when a diagnosis of PAH is made, by
P definition, the PVD is far advanced.

Fetus | | Child Adult

Time

Figure 1. Due 1o the tremendous reserve of the pulmonary vasculature, resting pulmonary arterial hypertension (PAH) and symptoms occur long after
the initial inciting events trigger pulmonary vascular dysfunction (PVD). Multiple known risk factors exist that can prompt the loss of nomal puimonary vessel
function in utero and beyond. Risk factors are variable, including: (1) genetic {e.g., bone momphogenetic protein receptor type 2 BMPRZ] gene mutations and
sickle cell lung disease); £) environmental (e.g., dietary stimulants); and (3) endogenous {e.g., premature lung disease and portal hypertension). Resting
pulmonary hyperension (PH) only occurs after an enormous propertion of the pulmonary vascular bed is lost, causing a fse in mean pulmonary artery
pressure MPAP) and pulmonary vascular resistance (PVR), By the time a diagnoss of PH is made, PVD is far advanced. Ultimately, advanced right ventricular
(RV) fallure wil occur. Primary prevention efforts must focus upon the detection and prevention of PVD, befoare the onset of PH.
Ann Am Thorac Soc Vol 11, Supplement 3, pp S178-S185, Apr 2014

Copyright © 2014 by the American Thoracic Society
DOI: 10.1513/AnnalsATS.201312-443LD



Progression of vascular disease

Right Ventricle Pulmonary Arteries

Thin RV

Healthy PA endothellum
Thin walled-relaxed PAs
Large capillary network

Normal

Normal CO
Normal PVR
Normal perfusion

Hyperrophied RV
Abnormal PA endothelium
Constricted-stiff PAs

Loss of microvessels

Normal CO
Mild increase in PVR
Moderate decrease in perfusion

Compensation

Dilated RY
Cell proliferation in the PA wall
Obliterative PA remodeling

Severe decrease in CO
Severe increase in PVR
Scvere decrease in perfusion

Failure

Hunter C. Champion, Evangelos D. Michelakis and Paul M. Hassoun Cireulation 2009:120:992-1007
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| CH EST Original Research

PULMONARY VASCULAR DISEASE

1”

.

Delay in Recognition of Pulmonary
Arterial Hypertension

Factors ldentified From the REVEAL Registry
CHEST 2011; 140(1):19-26

2493 pts from REVEAL registry

Mean time from PAH symptoms onset to RHC:1.1y
Factors associated with >2 y interval (21%)
Younger age, other resp disease

Less severe RV dysfunction

6MWD<250m



Research Article

Time from symptoms to definitive diagnosis of
idiopathic pulmonary arterial hypertension:

The delay study

Geoff Strange’, Eli Gabbay’, Fiona Kermeen®, Trevor Williams’, Melinda Carrington’, Simon Stewart’, and

Anne Keogh®

Pulmonary Circulation | January-March 2013 | Vol 3 | No 1

100 -

90 4

o  Median: 44mo
70 -

60 - from symptom
50 onset to

40 - ' lagnosi

| FCIV diag OS_S

% £ e Alternative
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Risk assessment, prognosis and
guideline implementation in pulmonary
arterial hypertension

Athénais Boucly'?3, Jason Weatherald @%3%, Laurent Savale’ %3,

Xavier Ja'|'51'2'3, Vincent Cottin 5, Grégoire F’revotf', Francois F’icard?, Pascal de
Groote®, Mitja Jevnikar'%3 Emmanuel Bergot?, Ari Chaouat'?"",

Céline Chabanne12, Arnaud Bourdin13, Florence F’arent1'2'3, David Montani 1'2'3,
Gérald Simonneau1'2'3, Marc Humbert ©@"%2 and Olivier Sitbon"%3
Eur Respir J 2017; 50: 1700889
TABLE 1 Demographics and baseline characteristics of overall and study populations of
patients with newly diagnosed idiopathic, heritable and drug-induced pulmonary arterial
hypertension (PAH]
Overall population Study population

Subjects 1591 1017
Female/male 924 (58)/667 (42) 598 (59)/419 (41]
Age years 6017 5717
BMI kg-m 2 27.8+7.0 27.7+b.4
BMI >30 kg-m™2 474 (30) 291 (29)
PAH diagnosis

Idiopathic 1228 (77) 762 (75)

Heritable 109 (7) 94 (9)

Drug-induced 254 (16) 161 (14
Acute vasodilator responder 139 (8.7) 97 (9.5)
WHO/NYHA functional class

(=11 441 (28) 261 (26)

1 925 (58] 624 (61)

v 225 (14) 132 (13)
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Table 2. Findings Suggestive of Pulmonary
Hypertension

History
Angina
Dyspnea on exertion

Exercise intolerance

Fatigue

History of medical iliness associated with pulmonary hypertension
Syncope or presyncope

Physical examination

Abnormal pulse oximetry, elevated jugular venous pressure,
ascites, lower extremity edema, right ventricular heave, tricuspid
regurgitation murmur (increased pulmonic component of S2)

Signs of right heart failure
Office-based diagnostic tests

Chest radiography: right ventricular enlargement, engorged
pulmonary arteries

Electrocardiography: right ventricular enlargement, right bundie
branch block, right ventricular strain pattern, S1Q373 pattern

Laboratory studies: elevated brain natriuretic peptide level

Dunlap B et al. Am Fam Phys, 94 (6);2016



2. UUTTTWHATA Kal onpeia

* AvGAertovpyio TG 0EELAC KOLAMOG

* AVomvola 6TV KOTWon

4

* Aovvapia, K

* Enelco0a €
* Oonuota K0
* [Iepucapora
* 2VYKOTTIKQ
* Mnyovikég EmMmTAOKEG

ERS/ESC Guidelines for the diagnosis and treatment of pulmonary hypertension 2015
Bhatnagar A et al. Clev Cl J Med 2018; 85(6)



Table 2. Findings Suggestive of Pulmonary
Hypertension

History

Angina

Dyspnea on exertion

Exercise intolerance

Fatigue

History of medical iliness associated with pulmonary hypertension

Physical examination
Abnormal pulse oximetry, elevated jugular venous pressure,

ascites, lower extremity edema, right ventricular heave, tricuspid
regurgitation murmur (increased pulmonic component of S2)

Signs of right heart failure

Office-based diagnostic tests

Chest radiography: right ventricular enlargement, engorged
pulmonary arteries

Electrocardiography: right ventricular enlargement, right bundie
branch block, right ventricular strain pattern, S1Q373 pattern

Laboratory studies: elevated brain natriuretic peptide level

Dunlap B et al. Am Fam Phys, 94 (6);2016



RIGHT SIDED @ FAILUR

(Cor Pulmonale)

1l

* May be secondary to

* Fatigue chronic pulmonary
problems
o1 Peripheral
Venous Pressure ¢ Distended
Jugular
Veins
* Ascites
® Anorexia &
Complaints of
* Enlarged i
Liver & Spleen Gl Distress
¢ Weight Gain

* Dependent Edema

l!d’ @2007 Nursing Education Consultants, Inc.



Table 2. Findings Suggestive of Pulmonary
Hypertension

History

Angina

Dyspnea on exertion

Exercise intolerance

Fatigue

History of medical iliness associated with pulmonary hypertension
Syncope or presyncope

Physical examination

Abnormal pulse oximetry, elevated jugular venous pressure,
ascites, lower extremity edema, right ventricuiar heave, tricuspid
regurgitation murmur (increased pulmonic component of S2)

Signs of right heart failure
Office-based diagnostic tests

Chest radiography: right ventricular enlargement, engorged
pulmonary arteries

Electrocardiography: right ventricular enlargement, right bundie
branch block, right ventricular strain patiern, S1Q373 pattern

Laboratory studies: elevated brain natriuretic peptide level

Dunlap B et al. Am Fam Phys, 94 (6);2016
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AiayvwoTik mtpootyyion

* Aktvoypagio 0paKoc. ATOKAEIGUOC AVOTVEVGTIKNG VOGOV
(Group 1) 1 Tvevuovikov owdnuortoc (Group 1)

Pulmonary Hypertension

*  Pulmonary hypertension. Chest radiographin a patient with secondary pulmonary hypertension
reveals enlarged pulmonary arteries. This patient was found to have an atrial septal defect.



* PFTS: Yrmokeiuevn vooog mapeYOUOTOC N
AEPAYDY DV

* Hmio — petpio LEI®O™N TMV TVELUOVIK®OV OYK®V

* Meioon DLCO: PVOD, SSc, napeyyvuotikr vococ
* DLCO<45%: ttomym npodyvmon

* Nuytepivn oSouetpio

* [ToAvcouatoypa@ikn LEAETT VITVOL

* Brain natriuretic peptide



I
Evaluation of Suspected Pulmonary Hypertension in Primary Care

Signs and symptoms suggestive of
pulmonary hypertension (Table 2)

:

Office-based diagnostic tests: chest radiography, electrocardiography,
complete blood count, comprehensive metabolic panel, brain natriuretic
peptide, others as clinically indicated” (if high suspicion, go to Q)

\J
Alternative diagnosis clearly supported?

No lYes

Symptoms respond as expected to
treatment of alternative diagnosis?

_
lNo lYes
Y

Q Perform echocardiography Manage alternative
| diagnosis as appropriate

Dunlap B et al. Am Fam Phys, 94 (6);2016



2.UvOeTa KAIVIKG ogvapia

* Acvuntopatikol acOeveic TOV AVIIKOVY GE OUAOESG
VYNA0L K1vdvvov (Screening)

* AcBeveic pe voon o ovomvVELGTIKOD Kol
OLCOVAAOYN CYYELOKT) TTVELUOVIKT] VOGO Tov Oa
umropovcay vo @eAnBovy and gl0ikn ayoyn I1Y



TABLE 2 Updated clinical classification of pulmonary hypertension (PH)

T PAH

1.1 Idiopathic PAH

1.2 Heritable PAH

1.3 Drug- and toxin-induced PAH [table 3]

1.4 PAH associated with:

1.4.1 Connective tissue disease
1.4.2 HIV infection

1.4.3 Portal hypertension

1.4.4 Congenital heart disease
1.4.5 Schistosomiasis

1.5 PAH long-term responders to calcium channel blockers (table 4)

1.6 PAH with overt features of venous/capillaries ([PVOD/PCH] involvement [table 5]
T P T T T T T S YT T
2 PH due to left heart disease

2.1 PH due to heart failure with preserved LVEF
2.2 PH due to heart failure with reduced LVEF

2.3 Valvular heart disease

2.4 Congenital/acquired cardiovascular conditions leading to post-capillary PH
3 PH due to lung diseases and/or hypoxia

3.1 Obstructive lung disease
3.2 Restrictive lung disease
3.3 Other lung disease with mixed restrictive/obstructive pattern
3.4 Hypoxia without lung disease
3.5 Developmental lung disorders
4 PH due to pulmonary artery obstructions [table 6]
4.1 Chronic thromboembolic PH
4.2 Other pulmonary artery obstructions
5 PH with unclear and/or multifactorial mechanisms (table 7]
5.1 Haematological disorders
5.2 Systemic and metabolic disorders
5.3 Others
5.4 Complex congenital heart disease

PAH: pulmonary arterial hypertension; PVOD: pulmonary veno-occlusive disease; PCH: pulmonary capillary
haemangiomatosis; LVEF: left ventricular ejection fraction.

Simonneau G et al. Eur Resp J 2018



KAnpovouikA TTAY cux HHE b

» Etepolvyoc BMPR2 (bone morphogenetic protein
receptor-1l gene) netdAloin

* /5% owkoyevav tepumtwcewv ITAY
* 25% omopudIK®V

* Kivovvoc avamtuéne ITAY 6€ aGLUTTOUOTIKOVG
popeic: 14% oe avopec-42% o€ yuvaikec

* AVVOTOTNTO YEVETIKOD EAEYYOV GE GUYYEVELC
acOevov

* Etnoimc echo 6e acvountopotikovs Qopeic

Girerd B et al. Current opinion in pulmonary
medicine. 2017;23(5):386-91.



Definite

Aminorex
Fenfluramine
Dexfenfluramine
Benfluorex
Methamphetamines
. Dasatinib

Toxic rapeseed oil

Possible

Cocaine
Phenylpropanolamine
L-tryptophan

St John's wort

Amphetamines

Interferon-o and -f

Alkylating agents

Bosutinib

Direct-acting antiviral agents against hepatitis C virus
Leflunomide

Indirubin (Chinese herb Qing-Dail




TTY ouvdeodpevn pe vooo Tou
oUVOETIKOU I0TOU

* YKinpooeppa — ITY 5-25% avaroya pe tn peAen
2NUOVTIKN ottio voonpotntoc Kot 0vyntotntog
H cuyvotepn aitia Bavdtov
* YEA - IIY 1-14% (Aocia, Kiva)
Tpitn outio Bavatov
AveCaptnToC TOpdyovTog BvnToTNnTog
* MeKT1] VOG0S TOV GUVOETIKOVU LGTOV
| TTE, DETECT £tnciug

Denton CP et al. Nat Rev Rheym. 2018, 19 (2)
HK Min, JH Lee et al. Korean J Int Med, 2015;30,232-245




The DETECT algorithm

Step 1
Non-echocardiographic
variables: Step 2
Totalrisk points from Step 1 plus
FVC/DLCO | echocardiographic variables:
Telangiectasias yes
Anti-centromere Ab Right atrium area
Serum NT-proBNP TR velocity
Serum urate
Right axis deviation Totalrisk points >35?
Total risk points > 300? S yes
v ne v e
Noreferral to No referral to RHC Referral to RHC
echocardiography
J L |
Y |
Negative Positive

Coghlan JG et al. Annals of the rheumatic
diseases. 2014;73(7):1340-9.



WHO-FC at the time of diagnosis is
different if a screening program is
used

} 100 b
12.5%
U inWHO-FC 1N in WHO-FC I/l
80

2

]

T

L4
30
20

WHO- WHO- WHO-
FCII FCIV

WHO- ! WHO- WHO- WHO-
FCI FCII FC I FCIV

Marc Humbert*, et al. Eur Respir Rev 2012; 21:
126, 306312



c)

Survival %

Survival in PAH/SSc patients is
better if a a screening program is

used

100%

100
90
80-
70+
60 -
50~
40-
30+
20~
10-

0

B1%  73%

| |

64%

Screened

17% Routi.ne
practice

3 5 8
Follow-up yrs

Marc Humbert*, et al. Eur Respir Rev 2012; 21:
126, 306312



TABLE 2 Updated clinical classification of pulmonary hypertension (PH)

1 PAH

1.1 Idiopathic PAH

1.2 Heritable PAH

1.3 Drug- and toxin-induced PAH [table 3]

1.4 PAH associated with: lv drug

—L4.1 Connective tissye disease HCV
® @

JupmTWHOTO

1.4.2 HIV infection
1.4.3 Portal hypertension o
1.4.4 Congenital heart disease
1.4.5 Schistosomiasis o
S P Oy T T TS PO T S To T O T e Tt TReTS - e rte
1.6 PAH with overt features of venous/capillaries (PVOD/PCH] i@ lvement] (table 5)
el Rorsistont-Ril ol thsnouwbornsundeomme
2 PH due to left heart disease
2.1 PH due to heart failure with preserved LVEF
2.2 PH due to heart failure with reduced LVEF
2.3 Valvular heart disease
2.4 Congenital/acquired cardiovascular conditions leading to post-capillary PH
3 PH due to lung diseases and/or hypoxia
3.1 Obstructive lung disease
3.2 Restrictive lung disease
3.3 Other lung disease with mixed restrictive/obstructive pattern
3.4 Hypoxia without lung disease
3.5 Developmental lung disorders
4 PH due to pulmonary artery obstructions [table 6]
4.1 Chronic thromboembolic PH
4.2 Other pulmonary artery obstructions
5 PH with unclear and/or multifactorial mechanisms (table 7]
5.1 Haematological disorders
5.2 Systemic and metabolic disorders
5.3 Others
5.4 Complex congenital heart disease

PAH: pulmonary arterial hypertension; PVOD: pulmonary veno-occlusive disease; PCH: pulmonary capillary
haemangiomatosis; LVEF: left ventricular ejection fraction.

Frost A et al. Eur Resp J 2018



Lesions of PVYOD

Pul
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Endothelial
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Tlote urronTevoyaoe PVOD

 Very low DLCO
* Hypoxemia
 Severe desaturation on 6-min walking test

» 2 of 3 characteristic radiological signs on HRCT
(thickening of interlobular septa, ground glass
opacities, lymph node enlargement)

 Occult alveolar haemorrhage (post capillary block)

Montani D et al. ERJ 2016;47, 1518-1534



Montani D et al. Eur Respir J 2016



Heritable PVYOD

EIF2AK4 mutations cause pulmonary veno-occlusive
disease, a recessive form of pulmonary hypertension ée:mnu ECtiCS

Mélanie Eyries!-3, David Montani4-, Barbara Girerd*-, Claire Perret37, Anne Leroy?, Christine Lonjou?,
Nadjim Chelghoum?, Florence Coulet?3, Damien Bonnet®!1?, Peter Dorfmiiller®!!, Elie Fadel®!2,
Olivier Sitbon*-6, Gérald Simonneau?-¢, David-Alexandre Tregouét37, Marc Humbert*-¢ & Florent Soubrier!-3

. .L643R R1150°
ek s SRt i 2319+1G>A P.K975_K1053de! ; X
. p.c. +105, " -
PXIS0EN’8 p.C519Dfs"17 p.K975_K1053del
p.K1B7R1s*9 _ €.4065+1G>C
. p.R§63" Rsasq [P-S714HIs™2 p.R820" Qa5 p.01082* [.3576+1G>T c.472841_4728413delinsTTCT
p.R249 p.Rd63" r-v-l l l lp.m 5 l p.Q1288°  |p.S1403Kfs*45 l
NH, RWD Pseudo Protein kinase | MNA thage_|I COOH
125 137 206 539 590 1001 1022 1493 1649 aa

Eyries et al. Nat Genet 2014



KAnpovouikn pgoppn PVOD

* Eukaryotic translation initiation factor 2 alpha
Kinase 4

« Activator of cellular stress response pathway
« Autosomal recessive transmission

» 100% of familial cases of PVOD

 20-25% of sporadic cases

« Biallelic EIF2AK4 in PH pt: PVOD

Hadinnapola C et al. Circulation 2017; 136:2022-2033



TABLE 2 Updated clinical classification of pulmonary hypertension (PH)

1 PAH
1.1 Idiopathic PAH
1.2 Heritable PAH
1.3 Drug- and toxin-induced PAH [table 3]
1.4 PAH associated with:
1.4.1 Connective tissue disease
1.4.2 HIV infection
1.4.3 Portal hypertension
1.4.4 Congenital heart disease
1.4.5 Schistosomiasis
1.5 PAH long-term responders to calcium channel blockers (table 4)
1.6 PAH with overt features of venous/capillaries ([PVOD/PCH] involvement [table 5]
1.7 Persistent PH of the newborn syndrome
2 PH due to left heart disease
2.1 PH due to heart failure with preserved LVEF
2.2 PH due to heart failure with reduced LVEF
2.3 Valvular heart disease
2.4 Congenital/acquired cardiovascular conditions leading to post-capillary PH
3 PH due to lung diseases and/or hypoxia
3.1 Obstructive lung disease
3.2 Restrictive lung disease
3.3 Other lung disease with mixed restrictive/obstructive pattern
3.4 Hypoxia without lung disease
—3.2 Developmental lung disorders
4 PH due to pulmonary artery obstructions [table 6]
4.1 Chronic thromboembolic PH
4.2 Other pulmonary artery obstructions
5 PH with unclear and/or multifactorial mechanisms (table 7]
5.1 Haematological disorders
5.2 Systemic and metabolic disorders
5.3 Others
5.4 Complex congenital heart disease

PAH: pulmonary arterial hypertension; PVOD: pulmonary veno-occlusive disease; PCH: pulmonary capillary
haemangiomatosis; LVEF: left ventricular ejection fraction.

Frost A et al. Eur Resp J 2018



CTEPH

 Group 4 of the present clinical classification
 Rare and late complication of PE

« Thrombi in proximal pulmonary arteries

« Small vessel disease

* “Honeymoon period”

* Incidence after symptomatic PE: 0.4-6.2% (3.4%)

 Systematic V/Q scanning after PE: Not
recommended

Simonneau et al. Eur Respir Rev 2017;26



2.UvOeTa KAIVIKA oevapida

* Acvuntopatikol acOeveic TOV AVIIKOVY GE OUAOESG
VYNAOL K1vovvov (Screening)

* AcDeveic pe voonua ovomveELGTIKOD Kol
OLGOAVAAOYT OLYYELOKT) TTVEVLLOVIKT VOGO oL Oa
UTopoLGay Vo ®PEANBoVY amo e1otkn aywyn ITY



TABLE 2 Updated clinical classification of pulmonary hypertension (PH)

1 PAH
1.1 Idiopathic PAH
1.2 Heritable PAH
1.3 Drug- and toxin-induced PAH [table 3]
1.4 PAH associated with:
1.4.1 Connective tissue disease
1.4.2 HIV infection
1.4.3 Portal hypertension
1.4.4 Congenital heart disease
1.4.5 Schistosomiasis
1.5 PAH long-term responders to calcium channel blockers (table 4)
1.6 PAH with overt features of venous/capillaries ([PVOD/PCH] involvement [table 5]
1.7 Persistent PH of the newborn syndrome
2 PH due to left heart disease
2.1 PH due to heart failure with preserved LVEF
2.2 PH due to heart failure with reduced LVEF
2.3 Valvular heart disease
— e ecoesoes faso esoosowesocames S soooboses cooomoto coctoonn 5oy B
3 PH due to lung diseases and/or hypoxia
3.1 Obstructive lung disease
3.2 Restrictive lung disease
3.3 Other lung disease with mixed restrictive/obstructive pattern
3.4 Hypoxia without lung disease
3.5 Developmental lung disorders
4 PH due to pulmonary artery obstructions [table é)
4.1 Chronic thromboembolic PH
4.2 Other pulmonary artery obstructions
5 PH with unclear and/or multifactorial mechanisms (table 7]
5.1 Haematological disorders
5.2 Systemic and metabolic disorders
5.3 Others
5.4 Complex congenital heart disease

PAH: pulmonary arterial hypertension; PVOD: pulmonary veno-occlusive disease; PCH: pulmonary capillary
haemangiomatosis; LVEF: left ventricular ejection fraction.

Frost A et al. Eur Resp J 2018



TTY oe aoBeveic ye xpovia
dvdamVveUOTIKA VoohuaTd

* IPF: mPAP>20 mmHg 8-15%

 COPD: ITY 20-50%

» Xtdoro IV: mPAP>20 mmHg 90%

e 2VoYETION HE BvnrotnTa

 Pulmonary vascular COPD phenotype
"Hmiog mepropiouoc aepoponc/ | DLCO
"Hrio vro&aipio/vmo 1 vopuokoviol
Ennpeacuévn KopoloovamveLGTIKN AGKNOoN

* [Tapomounn o€ €101KA KEVTIPU-KAIVIKEG UEAETEG

Maron B, N.Galie; JAMA Cardiol.2016
Nathan S et al. Eur Respir J, December 2018



Limited CLD l

Severe CLD

Obstructive LD: FEV1 >60%  Physiological severity D: Fi
Restrictive LD: FVC >70%
Minimal parenchymal Morphological severity
CT changes

Treatment algorithm for PAH

Refer to expert PH and LD centre$

|

Nathan S et al. Eur Respir J, December 2018



Dll! DOES NOT SIMPLY GO
: HOME

Q

MnvlOudaTta vid To oTiTI... > Yy
nvopara y A 1%

WITHOUT A TAKE HOME

« H TTY mapapével pia voooc pe duouevh
TTpoyvwon

» Ta oupumtTWHATA €ivai pgn €101KA -
AuoAsiToupyia de€1dc KolAiag

« H didyvwon yiveTal oe mpoxwpnuévo aTddlo
ThC vOOOU

* 01 ouvoonpoTNTEC TTEPITTAEKOUV TNV €1KOVA

» [TapakoAoUOnon acOevwy pe TTAPAYOVTEC
KIVvOUVOU

» EmiAoyh Twv acBeviby pe paivoTuto copdphc
TIVEUHOVIKAG ayyElakAG vooou






