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I. Pulmonary arterial hypertension

I.I ldiopathic
1.2 Heritable
[.2.1 BMPR2 mutation
[.2.2 Other mutations
1.3 Drugs and toxins induced
1.4 Associated with:
[.4.1 Connective tissue disease
[.4.2 Human immuneodeficiency virus (HIV) infection
[.4.3 Portal hypertension
[.4.4 Congenital heart diseases (Table 5)
[.4.5 Schistosomiasis

I’. Pulmonary veno-occlusive disease and/or pulmonary capillary
haemangiomatosis

I".1 Idiopathic
I'.2 Heritable
I’.2.1 EIF2AK mutation
['.2.2 Other mutations
I".3 Drugs, toxins and radiation induced O
I".4 Associated with:

I".4.] Connective tissue disease
I".4.2 HIV infection

I, Persistent pulmonary hypertension of the newborn

2.1 Left ventricular systolic dysfunction

2.2 Left ventricular diastolic dysfunction ?

2.3 Valvular disease "

2.4 Congenital/acquired left heart inflow/outflow tract ebstruction and congenital
cardiomyopathies

2.5 Congenital/acquired pulmonary veins stenosis

www.escardio.org

3. Pulmonary hypertension due to lung diseases and/or hypoxia

3.1 Chronic obstructive pulmonary disease

3.2 Interstitial lung disease

3.3 Other pulmonary diseases with mixed restrictive and obstructive pattern
3.4 Sleep-disordered breathing

3.5 Allveolar hypoventilation disorders ')
3.6 Chronic exposure to high altitude .
3.7 Developmental lung diseases (VWeb Table IlI)

4. Chronic thromboembolic pulmonary hypertension and other

pulmonary artery obstructions

4.1 Chronic thromboembolic pulmonary hypertension
4.2 Other pulmonary artery obstructions
4.2.1 Angiosarcoma
4.2.2 Other intravascular tumors .
4.2 3 Arteritis
4.2.4 Congenital pulmonary arteries stenoses

4.2.5 Parasites (hydatidosis)
5. Pulmonary hypertension with unclear and/or multifactorial

mechanisms

5.1 Haematological disorders: chronic haemolytic anaemia, myeloproliferative
disorders, splenectomy.
5.2 Systemic disorders, sarcoidosis, pulmonary histiocytosis, ’)

lymphangioleiomyomatosis .
5.3 Metabolic disorders: glycogen storage disease, Gaucher disease, thyroid
disorders

5.4 Others: pulmonary tumoral thrombothic microangiopathy, fibrosing
mediastinitis, chronic renal failure (with/without dialysis), segmental
pulmonary hypertension

Eur Heart J 2015 doi:10.1093/
Eur Respir J, 2015 10.1183/13993003.01032

W33
*33
eurheartj /ehv317 |, SOCIETY OF
CARDIOLOGY®

-2015




L eczenie celowane na

tt . pgucne ?

I. Pulmonary arterial hypertension

I.I ldiopathic
1.2 Heritable
[.2.1 BMPR2 mutation
[.2.2 Other mutations
1.3 Drugs and toxins induced
1.4 Associated with:
[.4.1 Connective tissue disease
[.4.2 Human immuneodeficiency virus (HIV) infection
[.4.3 Portal hypertension
[.4.4 Congenital heart diseases (Table 5)
[.4.5 Schistosomiasis

I’. Pulmonary veno-occlusive disease and/or pulmonary capillary
haemangiomatosis

I".1 Idiopathic
I’.2 Heritable
I’.2.1 EIF2AK mutation
1".2.2 Other mutations
I".3 Drugs, toxins and radiation induced
I".4 Associated with:

I".4.] Connective tissue disease
I".4.2 HIV infection

I, Persistent pulmonary hypertension of the newborn

2.1 Left ventricular systalic dvefinerian
2.2 Left ventricular di niewskazane,

2.3 Valvular disease - p
2.4 Congenital/acqui mo Ue b y I

cardiomyopathies
2.5 Congenital/acquired pulmonary veins stenosis

‘ ostro@nile

S Z K 0 |

‘ www.escardio.org

3. Pulmonary hypertension due to lung diseases and/or hypoxia

3.1 Chronic obstructive pulmonary disease
3.2 Interstitial lung

3.3 Other pulmona niewskazane ,
3.4 Sleep-disorde & "
3.5 Alveolar hypov mo Ue b Yy I s zKk d |

3.6 Chronic exposure to high altitude
3.7 Developmental lung diseases (VWeb Table IlI)

4. Chronic thromboembolic pulmonary hypertension and other

pulmonary artery obstructions

4.1 Chronic thromboembolic pulmonary hypertension
4.2 Other pulmonary artery obstructions

4.2.1 Angiosarcoma

4.2.2 Other intravascular tumors

4.2 3 Arteritis

4.2.4 Congenital pulmonary arteries stenoses

4.2.5 Parasites (hydatidosis)

5. Pulmonary hypertension with unclear and/or multifactorial
mechanisms

5.1 Haematological disorders: chronic haemolytic anaemia, myeloproliferative
disorders, splenectomy.

5.2 Systemic disorders, sarcoidosis, pulmonary histiocytosis,
lymphangioleiomyomatosis

5.3 Metabolic disorders: glycogen storagj

niewskazane
brak danych &

disorders

5.4 Others: pulmonary tumoral thrombo
mediastinitis, chronic renal failure (wi
pulmonary hypertension

Eur Heart J 2015 doi:10.1093/
Eur Respir J, 2015 10.1183/13993003.01032

we
o33 3
4
g EUROPEAN
eurheartj /th317 ’ European Respiratory SOCIETY OF
So CARDIOLOGY®

-2015



Naj] waini ejsze kIl I nfl

Nadcisnienie PdAducne | ( NP)

\) \4
Chorobyl pducicznste
i oskrzeli. < > Choroby lewego
hipoksja >erea
rzadkie
,/' ’l \\\A

Tntnicze NP Zakrzepowo -zatorowe

(PAH) Inne NP (CTEPH)




NajJ wailni ejsze kil i1 nj

Nadcisnienie PdAducne | ( NP)

\4

st e

v
Chorobyl pducicz
| oskrzel, <
hipoksja

65 palacz z POCHP,
VI ROATI YASYASZT YA

LINI Sgf S Ol

leczonadasatynibem

dz 2az2o0¢é |1

Inne

Choroby lewego
serca

oAl

GeaAl RS

K\

Zakrzepowo -zatorowe
NP (CTEPH)




NajJ wailni ejsze kil i1 nj

Nadcisnienie PdAducne | ( NP)

\4

st e

v
Choroby pducicz
| oskrzel, <
hipoksja

65 palacz z POCHP
VI ROAT YASYASI YA

LINJ S6f SOl

leczonadasatynibem

dz 2az2o0¢é& |1

(PAH)

TNt ni cze NP

Inne

Choroby lewego
serca

oAl

Ge oAl RS

K\

Zakrzepowo -zatorowe
NP (CTEPH)




Naj wal nl eJ sze

K1 1 nji

Nadcisnienie PdAducne | ( NP)
\) \4
Chorobyl pduciczinste
i oskrzeli. < > Choroby lewego
hipoksja WE 1 LJ2 & it LI Serca
rzadkie
N\

,/' ’l \\A

Tntnicze NP Zakrzepowo -zatorowe

(PAH) Inne NP (CTEPH)




Symptoms, signs, history suggestive of PH

Echocardiographic probability of PH (Table 8)

Consider left heart disease and lung diseases
by symptoms, signs, risk factors, ECG,
PFT+DLCO, chest radiograph and HRCT,
arterial blood gases (Table 9)

No signs of severe

RHC (Table 10)
mPAP 225 mmHMg, PAWP
<15 mmHg, PYR >3 Wood units

CHD

o

Heritable Idiopathic Idiopathic Heritable
PYOD/PCH PYOD/PCH PAH PAH
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Symptoms, signand/or laboratorytests suggestiveof PH

High or intermediate | Low
\ 4

Considercommoncausesf PH:
left heart disease and lung disease

Consider other caused symptomsandsigns

and/or suggestollow-up

Diagnosis of left heart disease or lung disease RS Signs of severe PH/RY ~ No
confirmed? dysfunction
\lO | Yes .
V/Q scan ConsideV/Q scan

Unmatded

i ?
Unmatched perfusion defects perfusion defects?

| YES

Consideother causesof PH

hroni lusionn angioCT ? ) " :
CIELEIGH LSO Erg ot Checkior PAHassociatectonditionsandgroup5 PHdiseases

YES | NO
4 Refer to PHExpertCenter )

Comprehensiveearchfor CTEPHskfactorsand PHassociatedliseasefgenes

Consider
\ pulmonaryangiograpy

RHGwith vasoreactivityexercise fluid challenge aseeded

\

v Group X
4 PH
Other P£ CTEPH

Group?2, 3or 5 PH

occlusions
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Echocardiographic probability of PH
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Diagnostic algorithm for PAH:
Focus orPretest Probability of PAH

Probability of
PVH/Lung Disease

Symptoms, signs, history suggestive of PH

Metabolic Syndrome?

v

No

\/

Echocardiography enlarged Left Atrium?

yes

|

v

No

2

Chest XRay upper lobe diversion?

yes

Group 2 (PVH)

|

No

\/

Abnormal lung function and DLCO <50%

No ——

yes

\

yes Group 3 (Lungs)

V/Q Scan Mismatched perfusion defects?

v

No

\Z

Group 1 (PAH) High Probability
Proceed with dedicated RHC

\ 4

yes Group 4 (CTEPH)

Probability of PAH
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Echocardiographic signs suggesting pulmonary hypertension
(in addition to tricuspid regurgitation velocity measuremgnts

rozkurcz

Right ventricle/left ventricle basal
diameter ratio >1.0

Flattening of the interventricular
septum (left ventricular
eccentricity index >1.1 in systole
and/or diastole)




Echocardiographic signs suggesprgcapillarypulmonary hypertension

rozkurcz

Right ventricle/left ventricle basal
diameter ratio >1.0

Flattening of the interventricular
septum (left ventricular
eccentricity index >1.1 in systole
and/or diastole)







Group
OtherP£ 4 PH

: CTEPH
occlusions

Multifactorial PH




Diastolic Pulmonary Gradient (DPG)
warunkuje rokowanie w gr2 NP z wysokimi PG

Pacjenci zRHC
N= 3,107

|
Groupa 2 NP
N= 1,094
|

N= 604

TPG< 12 mmHg TPG > 12 mmHg
= N= 490

DPG> 7 mmHg DPG <7 mmHg
N=179 N=311

A 3% pacjent

(16% c agej

A 36% ztychz TPG>12 mi a ®BG > 7 mmHg

- w mi agd N INP55% tbiemen ¢

popul acj i)

Gerges C et alCHESZ012

Cutoff for DPG determined by R&@Grve analysis
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