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Δήλωση συμφερόντων 

• Επιδοτούμενη συμμετοχή σε συνέδρια, κλινικές 

μελέτες ή συμβουλευτικά των εταιρειών Actelion, 

Bayer, ELPEN, Galenica, Glaxo GSK, Lilly, MSD, Pfizer 

• Υπότροφος Ιδρύματος Ωνάση 

 





The goal of treatment is to achieve a low-risk status and  
to perform regular follow-ups to maintain the goal 

Recommendations for evaluation of 
PAH severity and response to therapy 

Class  Level 

It is recommended to evaluate the 
severity of PAH patients with a panel of 
data derived from clinical assessment, 
exercise tests, biochemical markers 
and echocardiographic and 
haemodynamic evaluations 

I C 

It is recommended to perform regular 
follow-up assessments every 3–6 
months in stable patients 

I C 

Achievement/maintenance of a low-
risk profile is recommended as an 
adequate treatment response for 
patients with PAH 

I C 

Achievement/maintenance of an 
intermediate-risk profile should be 
considered an inadequate treatment 
response for most patients with PAH 

IIa C 

Treatm

ent 

goal 

Galiè N, et al. Eur Respir J 2015; 46:903-75; 

Galiè N, et al. Eur Heart J 2016; 37:67-119. 



Why should we assess risk of disease progression? 

• Stable clinical parameters can be present even in pts with 

deteriorating RV function 

• With timely therapeutic intervention the progression of PAH 

can be altered 

• Without risk assessment appropriate treatment decisions 

can be easily missed 



Why is a multiparameter approach needed? 

• No single variable (NYHA, 6MWT) provides sufficient 

diagnostic/prognostic information   

• PAH is a multifaceted disease 

• Risk assessment with several parameters provides a 

comprehensive view of the patient and is fundamental for 

the determination of optimal treatment strategy 















Treatment algorithm 
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♀ 38yo, SLE-PAH, NYHA II, HR 80bpm, BP 105/74  



♀ 38yo, SLE-PAH, NYHA II, HR 80bpm, BP 105/74  

• SLE-PAH since 2006 on cellcept and steroids 

 

• Triple oral PAH therapy 

 

• Referred for LUTX evaluation with the clinical suspicion of PVOD   
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RHC: RAP 5mmHg, mPAP 44mmHg, CI 

3L/m2, PVR 8WU 

 

Lung perfusion scan: normal  
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♀ 38yo, SLE-PAH, NYHA II 
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COMPERA score: 13/8= 1,63 1,63 



COMPERA score: 13/8= 1,63 1,63 









: 0 Low-Risk Criteria 





• All patients initiated with upfront triple combination therapy were still alive after a 

mean follow up of 41.2±13.4 months.  

• Overall survival estimates were 100%, 100% and 100% at 1, 2 and 3 years, and 

respective transplant-free survival estimates were 94%, 94% and 94%.  

• Expected survival calculated from the French equation was 75% (95% CI 68–82%), 

60% (95% CI 50–70%) and 49% (95% CI 38–60%) at 1, 2 and 3 years, respectively. 



• Extremely high doses of intravenous epoprostenol, (>100 ng/ 

kg/min) decreased significantly mean PAP from 63±  15 mmHg to 

35± 10 mmHg by approximately 4 years.  

• 1-, 2-, 3-, 5-, and 10-year survival rates were 98%, 96%, 96%, 

96%, and 78% respectively.  

Ogawa A, Ejiri K, Matsubara H. Long-term patient survival with idiopathic/ heritable 
pulmonary arterial hypertension treated at a single center in Japan. Life Sci 2014;118:414–9.  





Diagnosis SLT (N=19,958) BLT (N=43,572) TOTAL (N=63,530) 

COPD 7,750 (38.8%) 11,402 (26.2%) 19,152 (30.1%) 

IIP 7,536 (37.8%) 9,047 (20.8%) 16,583 (26.1%) 

CF 227 (1.1%) 9,447 (21.7%) 9,674 (15.2%) 

ILD-not IIP 1,123 (5.6%) 2,486 (5.7%) 3,609 (5.7%) 

A1ATD 814 (4.1%) 2,155 (4.9%) 2,969 (4.7%) 

Retransplant 1,003 (5.0%) 1,553 (3.6%) 2,556 (4.0%) 

IPAH 95 (0.5%) 1,768 (4.1%) 1,863 (2.9%) 

Non CF-bronchiectasis 77 (0.4%) 1,637 (3.8%) 1,714 (2.7%) 

Sarcoidosis 343 (1.7%) 1,197 (2.7%) 1,540 (2.4%) 

PH-not IPAH 140 (0.7%) 838 (1.9%) 978 (1.5%) 

LAM/tuberous sclerosis 161 (0.8%) 420 (1.0%) 581 (0.9%) 

CTD 169 (0.8%) 395 (0.9%) 564 (0.9%) 

OB 79 (0.4%) 460 (1.1%) 539 (0.8%) 

Cancer 8 (0.0%) 30 (0.1%) 38 (0.1%) 

Other 433 (2.2%) 737 (1.7%) 1,170 (1.8%) 

Adult Lung Transplants 
 Diagnoses (Transplants: January 1995 – June 2018) 

2019 
citation 

../Working_heartlung.ppt


Diagnosis SLT (N=19,958) BLT (N=43,572) TOTAL (N=63,530) 

COPD 7,750 (38.8%) 11,402 (26.2%) 19,152 (30.1%) 

IIP 7,536 (37.8%) 9,047 (20.8%) 16,583 (26.1%) 

CF 227 (1.1%) 9,447 (21.7%) 9,674 (15.2%) 

ILD-not IIP 1,123 (5.6%) 2,486 (5.7%) 3,609 (5.7%) 

A1ATD 814 (4.1%) 2,155 (4.9%) 2,969 (4.7%) 

Retransplant 1,003 (5.0%) 1,553 (3.6%) 2,556 (4.0%) 

IPAH 95 (0.5%) 1,768 (4.1%) 1,863 (2.9%) 

Non CF-bronchiectasis 77 (0.4%) 1,637 (3.8%) 1,714 (2.7%) 

Sarcoidosis 343 (1.7%) 1,197 (2.7%) 1,540 (2.4%) 

PH-not IPAH 140 (0.7%) 838 (1.9%) 978 (1.5%) 

LAM/tuberous sclerosis 161 (0.8%) 420 (1.0%) 581 (0.9%) 

CTD 169 (0.8%) 395 (0.9%) 564 (0.9%) 

OB 79 (0.4%) 460 (1.1%) 539 (0.8%) 

Cancer 8 (0.0%) 30 (0.1%) 38 (0.1%) 

Other 433 (2.2%) 737 (1.7%) 1,170 (1.8%) 

Adult Lung Transplants 
 Diagnoses (Transplants: January 1995 – June 2018) 

2019 
citation 

../Working_heartlung.ppt


Case Mix (last 6 years) 

• 2019: CF 3, PAH 2 

• 2018: CF 3 

• 2017: CF 9 

• 2016: CF 5, PAH 1, A1-AT 1 

• 2015: CF 2, PAH 1, PF 3, ReTx 1 

• 2014 :CF4, ReTx 1 

 

• CF 27pts - PF 4pts - ReTx 2pts - PAH 2pts - A1AT 1pt 

 



Adult Lung Transplants 
Kaplan-Meier Survival by Major Diagnosis 

 

All pair-wise comparisons were significant at 
p < 0.05 except A1ATD vs. ILD-non IIP, A1ATD 
vs. IPAH, COPD vs. ILD-non IIP and ILD-non IIP 
vs. IPAH. 

Median survival (years): 
A1ATD: 7.0; CF: 9.5; COPD: 5.9; IIP: 5.2;  ILD-
not IIP: 6.3; IPAH: 6.3. 

(Transplants: January 1990 – June 2016) 

2018 
JHLT. 2018 Oct; 37(10): 1155-1206 



Adult Lung Transplants 
Kaplan-Meier Survival by Major Diagnosis Conditional on  

 Survival to 3 Months 

Median survival (years): A1ATD: 8.4; CF: 11.2;  
COPD: 6.7; IIP: 6.3; ILD-not IIP: 7.6; IPAH: 10.6 

All pairwise comparisons were significant at p < 0.05 except A1ATD 
vs. ILD-non IIP and CF vs. IPAH. 
 

(Transplants: January 1992 – June 2017) 

2019 
citation 



Πνευμονικά μοσχεύματα (1/1/17-13/12/2019) 

• 35  Πνευμονικά Μοσχεύματα 

 

• ΑTTIKO: 8 

• Παπανικολάου: 4 

• Παπαγεωργίου: 3 

• Καβάλα, Κέρκυρα: 2 

• 16 νοσοκομεία από 1 

• 8/16 εκτός ΑΘΗ-ΘΕΣ 

 



Δότες Αθήνας (5.000.000 πληθυσμός) 
1/1/19-13/12/2019 

• 18  Δότες 
 

• ΑTTIKO: 8 

 

• ΩΚΚ, Ντυνάν: 2 

 

• Υγεία, Κεντρική Κλινική, Ιατρικό Αμαρουσίου, 
Ευαγγελισμός, Ιπποκράτειο, Ερυθρός: 1  



In conclusion 

• Multi-parameter risk assessment is essential to determine 

prognosis and define the optimum treatment strategy for all 

patients with PAH 

• Recent studies have provided strong evidence to support multi-

parameter risk assessment in PAH pts at baseline and at follow-up 

• The ultimate goal of treatment is to achieve a low risk profile 





Ευχαριστώ για την προσοχή σας 


