


CLiNiCAL CLASSIFICATION

1 PH associated with PH with unclear
pulmonary and/or multifactorial
artery obstructions mechanisms

Pulmonary arterial PH associated with PH associated with
hypertension (PAH) left heart disease lung disease

#& ©

* |diopathic/heritable * lpcPH * Non-severe PH * CTEPH * Haematologic
* Associated * CpcPH * Severe PH * Other pulmonary disorders
conditions obstructions » Systemic disorders

Rare Very common
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TABLE 5 Haemodynamic definitions of pulmonary hypertension

Definition Haemodynamic characteristics

PH mPAP >20 mmHg

Pre-capillary PH mPAP >20 g
PAWP <15 mmHg
PVR >2 WU

IpcPH mPAP >20 mmHg

PAWP >15 mmHg
PVR <2 WU

CpcPH mPAP >20 mmHg
PAWP >15 mmHg
PVR >2 WU 2022 ESC/ERS guidelines for the diagnosis and treatment of pulmonary hypertension.
Exercise PH mPAP/CO slope between rest and exercise >3 mmHg/L/min European respiratory journal 2023 61(1): 2200879;
DOI: https://doi.org/10.1183/13993003.00879-2022




Xroniki agciyor xastaliyi

vo/voya Grup 3 PH
Xroniki hipoksemiya

Grup 5
Agciyarin xroniki obstruktiv xastaliyi (AXOX)

O Pulmonar langerhans huceyrali histiyositozis (PLHH)
O Sarkoidoz

AN

]
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Agir: PVR > 5 WU

ON AGIR PROQNOZ ‘
Agir olmayan: PVR < 5 WU

Grup 3 PH
1. Obstruktiv agciyar xostaliyi vo ya emfizema

2. Restriktiv agciyor xastoliyi

3. Miks obsruktiv/restriktiv paternli agciyar xastaliyi
4. Hipoventilyasiya sindromlari

5. Agciyar xastaliyi olmadan hipoksiya (masalan, hiindiirliikkds x.)

6. Anadangolmas agciyar xostoliklori

2022 ESC/ERS guidelines for the diagnosj&’and treatment of pulmonary hypertension.
European respiratory journal 2023 61(3): 2200879;

DOI: https://doi.org/10.1183/13993003.00879-2022
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Well ventilated alveolus

Small arteries tighten
forcing blood to
detour to areas of
the lung receiving
more air
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https://phassociation.org/types-pulmonary-hypertension-groups/



AXOX: 23-91 %
[IAX

LVRS va LTx AXOX, oPAB > 35-40 mmHg: 1-5 %

LVRS va LTx AXOX, SUK, 205 AXOX: [PF:
1. PH-50.2 %
2. OPAB 35-45 mmHg - 9.8 %

3. oPAB > 45 mmHG - 3.7 %

1. 1Ilkin diagnoz zamani: 8-15 %

2. LTx dcgln dayarlondirma zamani: 29-46 %
3. LTx zamani: 86 %

Agir PH:
Agir AXOX --- 1-5%
Agir IAX --- <10 %

3 illik survey: 44%
OSAS: 90%
[AX: 16%
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PAH lehino slamotlor Grup 3 PH

FEV1 > 60 % (AXOX) FEV1 <60 % (AXOX)

FVC > 70 % (IAX) FVC <70 % (IAX)

DLCO azalir (FVC/DLCO nisbati artir) DLCO azalir

HRCT-do paranximal doyisiklik yox/az HRCT-do paranximal doyisiklik orta/cox
Orta / agir PH Ylngual / orta PH

PAH {iciin digor risk faktorlar1 var PAH {iciin digor risk faktorlar1 yox

KPYT --- gan axini poz . b ' . emi1 pozulmast:
1. Qorunmus tonaffiis rfRssENUISURIDNIINED NNk ezervi

S0O2-do azalma » Portal hipertenziya
CO/VO2 nisbati aza s I\ ormal

IR VAL TnElElY > Grup 1 PH-a sobab olan dormanlar JASSZEiGH
lyasiya

» Anadangolma tirok xastoliyi
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Xroniki agciyor xastaliyi ilo taqib edilon xastods neco PH-dan siiphalonaok?

1. Toraks KT: PA/A, RV/LV
DLCO-da ani va kaskin diisiis
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/ 33.8mm _ 735.2mm




EXO
1. Iroli morhalods olan agciyar xastoliklorinds dogruluq pay: azalr.
2. Xaostalarin 50%-da TRV Olctlmdir.

PAT-1 oldugundan daha ¢ox toxmin elomd ehtimah var.

Koaskinlosmolor PAT-1 6nomli doracods yiiksalds bilar.
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SUK - quzil standart

xastalordad
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Agciyar xastoliklorinda siiphalonilon PH-m1 doyarlondirmads digqat edilmasi gorakan hallar va

edilo bilacaklor

PAH, XTEPH va sol UC iiciin risk faktorlarinin varligi va yoxlugu

Fiziki yiiklonmo zamanli ani desaturasiya vo ya 6DYT-do ciddi azalma vo pislosmo
Qorunmus agciyar hacmlarine rogmon azalan DLCO dayari vo ya DLCO < 30 %
Artan NT-proBNP doyori, EKQ-do UEO-nun saga meyillonmasi

EXO-da RV sistolik tozyiqi > 45 mmHg, RV dilatasiyasi, azalmis TAPSE, 3 Gl¢uli EXO-da azalmis
RV ¢jeksiya fraksiyasi

Toraks KT-do PA/A > 0.9, RV/LV > 1
V/Q sintigrafiyasi, SPECT
Secilmis xastolordo SUK ehtiyacini doyarlondirmok iiciin kardiak MRT
KYT

King CS, Shlobin OA. The Trouble With Group 3 Pulmonary Hypertension in Interstitial Lung Disease:
Dilemmas in Diagnosis and the Conundrum of Treatment. Chest. 2020 Oct;158(4):1651-1664. doi:
10.1016/j.chest.2020.04.046. Epub 2020 May 7. PMID: 32387520.



Normal ventilation

Pulmonary
artery

hypoventilation

Spesifik inhalyasiya miialicosi?
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INCREASE tadqgiqat:
> IAX, Grup 3 PH, 326 xostd




RECOMMENDATION TABLE 23A Recommendations for pulmonary hypertension associated with lung disease

and/or hypoxia

Recommendations

Class® Level®

If PH is suspected in patients with lung disease, it is recommended that echocardiography” be
performed and results interpreted in conjunction with ABG, PFTs including DLCO, and CT
imaging

In patients with lung disease and suspected PH, it is recommended to optimize treatment of
the underlying lung disease and, where indicated, hypoxaemia, sleep-disordered breathing,
and/or alveolar hypoventilation

In patients with lung disease and suspected severe PH, or where there is uncertainty regarding
the treatment of PH, referral to a PH centre is recommended®

In patients with lung disease and severe PH, an individualized approach to treatment is
recommended

It is recommended to refer eligible patients with lung disease and PH for LTx evaluation

In patients with lung disease and suspected PH, RHC is recommended if the results are
expected to aid management decisions

Inhaled treprostinil may be considered in patients with PH associated with ILD [734]

The use of ambrisentan is not recommended in patients with PH associated with IPF [740]

The use of riociguat is not recommended in patients with PH associated with IIP [181]

The use of PAH medication is not recommended in patients with lung disease and non-severe PH®

See Recommendation Table 23B for footnotes.




RECOMMENDATION TABLE 23B GRADE recommendations for pulmonary hypertension associated with lung

disease and/or hypoxia

Recommendations GRADE Class® Level®

Quality of evidence Strength of recommendation

PDESis may be considered in patients with Very low Conditional b C
severe PH associated with ILD (individual

monoxide; |IP, idiopathic interstitial pneumonia; IPF, idiopathic pulmonary fibrosis; ILD, interstitial lung disease;
LTx, lung transplantation; PAH, pulmonary arterial hypertension; PDESi, phosphodiesterase 5 inhibitor; PFT,
pulmonary function test; PH, pulmonary hypertension; RHC, right heart catheterization. “Class of
recommendation. “Level of evidence. “Assessments should ideally be made when the patient is clinically stable,
as exacerbations can significantly raise pulmonary artery pressure. “This recommendation does not apply to
patients with end-stage lung disease who are not considered candidates for LT. “This does not include inhaled
treprostinil, which may be considered in patients with PH associated with ILD, irrespective of PH severity.

decision-making in PH centres)

The use of PDESis in patients with ILD and Very low Conditional &
non-severe PH is not recommended

ABG, arterial blood gas analysis; CT, computed tomography; DLCO, Lung diffusion capacity for carbon
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