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Classificacao Atualizada da HP oo ==

UPDATED CLINICAL CLASSIFICATION OF PULMONARY HYPERTENSION

Group 1: PAH
1.1 Idiopathic
1.1.1 Long-term responders to calcium channel blockers 5K
1.2 Heritable®
1.3 Associated with drugs and toxins” *
1.4 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 with features of venous/capillary (PVOD/PCH) involvement
1.6 Persistent PH of the newbarn

Group 2: PH associated with left heart disease

2.1 Heart failure:
2.1.1 with preserved ejection fraction
2.1.2 with reduced or mildly reduced ejection fraction
2.1.3 cardiomyopathies with specific aetiologies”

2.2 Malvular heart disease:
2.2.1 aortic valve disease
2.2.2 mitral valve disease
2.2.3 mixed valvular disease

2.3 Congenital/acquired cardiovascular conditions leading to post-capillary PH

Group 3: PH associated with lung diseases and/or hypoxia
3.1 COPD and/or emphysema
3.2 Interstitial lung disease
3.3 Combined pulmonary fibrosis and emphysema
3.4 Other parenchymal lung diseases”
3.5 Nonparenchymal restrictive diseases:
3.5.1 hypoventilation syndromes *
3.5.2 pneumonectonmy
3.6 Hypoxia without lung disease (e.g. high altitude)}
3.7 Developmental lung diseases
Group 4: PH associated with pulmonary artery obstructions
4.1 Chronic thromboembelic PH
4.2 Other pulmonary artery obstructions®
Group 5: PH with unclear and/or multifactorial mechanisms
5.1 Haematological disorders’

5.2 Systemic disorders: sarcoidosis, pulmonary Lange#nans cell histiocytosis and neurofibromatosis type 1

5.3 Metabolic disorders®”

5.4 Chronic renal failure with or without haemodialysis
5.5 Pulmonary tumour thrombotic microangiopathy
5.6 Fibrosing mediastinitis

5.7 Complex congenital heart disease

Eur Respir J 2024; 64 (4)
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Classe funcional e sobrevida na HAP e p—

* Mediana de sobrevida em meses
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Os pacientes recebem diagnoésticos em estagios avancados e
enfrentam muitas limitacoes.
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Systematic Review

Clinical, Functional, and Hemodynamic Profile of
Schistosomiasis-Associated Pulmonary Arterial Hypertension
Patients in Brazil: Systematic Review and Meta-Analysis

w49 anos w 57 % em CF Il - IV
Study Total Mean SD IDADE MRAW  95%-CI Weigh] Study Events Total  GF |1l - IV Proportion  95%-Cl
Dos Santos Fernandes et al (2010) 54 47.0 125 i : 47.0 [43.7,50.3] 26.9% Dos Santos Fernandes et al (2010) 28 50 = 0.56 [0.41;0.70]
Japy_assu etal (2012) 84 46.9 126 : 46.9 [44.2;49.6] 30.4% Valois et al (2014) 5 8 —4 0.62 [0.24;0.91]
Valois et al (2014) 8 51.0 80 : = 51.0 [45.5;56.5] 16.9% Fernandes et al (2018) a.2010 25 51 —_— 0.49 [0.35; 0.63]
Fermnandes et al (2018) a.2010 52 52.7 13.0 — 52.7 [49.2;56.2] 25.8% Mendes at al (2020) 36 56 —_— 0.64 [0.50;0.77)
Random ejffer.;s model : 198 | I-ﬂ?—; S 49.1 [46.1; 52.1] 100.0% Random effects model 165 - 0.57 [0.49; 0.64]
Heterogeneity: I° = 63.8%, t° = 5.8267, p = 0.0403 Heterogeneity: 12 = 0.0%. ¥ = 0, p = 0.4515 I 1 ] T T T 1

4 46 48 50 52 54 56 ogeneity: 12 = 0.0%, 7 =0, p = 0.
03 04 05 06 0.7 08 09
Study Events Total GENERO Proportion 95%-Cl
Study Total Mean TESTE CAMINHADA 95%-Cl Weight

Dos Santos Fernandes et al (2010) 38 54 —ik 0.70 [0.56;0.82) ) ) .
Japyassu et al (2012) 59 84 —i— 0.70 [0.59: 0.80] Dos _Sanlos Fernandes et al (2010) 54 442.0 99.0 il 442.0 [415.6;468.4) 25.20/:;
ey e inbn el S " o xa
FORIn0NS St o CI01R) A2010 S ETT 9.0 W0A%0.7 Mendes at al (2020) 56 241.7 126.7 —= - 241.7 [2085;274.9] 25.0%
ENnciom elnts model " —— 0470 075 Random effects model 170 ——————— 3020 [290.5; 493.2] 100.0%
Heterogeneity: /° = 0.0%, * =0, p = 0.4031 Heterogeneity: /% = 97.2%, 1% = 10375.5618, p < 0.0001 | T T T T 1

w 67% sexo feminino

w média de 392 metros
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Registros internacionais e sobrevida de pacientes com estd
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VIAS TERAPEUTICAS
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Chin KM, et al. Eur Respir J 2024; 6494)



ALGORITMO DO TRATAMENTO

Therapy for group 1 PAH including IPAH, HPAH, DT-PAH and CTD-PAH

Initial risk assessmentb
1

Not high riske

Combination ERA + PDE-5i Combination i.v./s.c. PPA, ERA, PDE-5i

| | oo ] R -
* prognosis

ECS/ERS 4 risk-strata

High

First follow-up risk reassessment at 3-4 months ~ WHO-FC e |

6MWD 320-440 m 165-319m ﬂr

And repeatetlj frequentlyb BNP 50-199ngl-l  200-800ngL-1 >am

# NT-proBNP 300-649 ng-L'1 650-1100 ng-L-l >110(
Continue initial Add activin-signalling Add i.v./s.c. PPA or Add iv./s.c. PPA
therapy inhibitor, oral or activin-signalling (1stchoice if not on)
inhaled PPA inhibitor or activin-signalling
Can consider switch inhibitor

PDE-5i to sGCS |

Persistent intermediate-high or high

Maximal Rx: 4-drug i.v./s.c. PPA, ERA, PDE-5i
or sGCS| activin-signalling inhibitor

Lungtransplant evaluation

Chin KM, et al. Eur Respir J 2024; 64(4)




Dados Epidemiologicos Limitados

Falta de registros multicéntricos prospectivos que
representem a heterogeneidade da populagao brasileira,
limitando estimativas precisas de prevaléncia e incidéncia

nacional.1,2

Diagndstico Tardio

Pacientes frequentemente apresentam classe funcional
avancada (NYHA 1l1/1V), refletindo atrasos no

reconhecimento e encaminhamento, agravados pela baixa

conscientizacao entre profissionais de atencdo primaria.1,2
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Principais Lacunas Epidemiologicas e de Saude
Publica na Hipertensao Arterial Pulmonar

Etiologias Regionais Unicas

HAP associada a esquistossomose (Sch-HAP) é causa
significativa no Brasil, mas provavelmente subestimada devido
ao subdiagnostico, especialmente em areas rurais endémicas

com acesso limitado a cuidados especializados.1,3

Acesso Desigual ao Tratamento
Disparidades significativas no acesso a terapias especificas
para HAP, com muitos pacientes recebendo regimes
suboétimos devido a custos, disponibilidade ou problemas de

reembolso, especialmente no sistema publico.1,2
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