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Editor’s memo
Summer edition 2023

	 Dear Friends, Colleagues, and Supporters,
 
	 Welcome to the summer edition of our magazine Mariposa. This edition is mainly dedicated to 
World PH Day and all the amazing events that were organised by our members and other associations 
around the globe. We are proud to have the world lead in this event, which was started by our Spanish 
association ANHP eleven years ago and then carried on by PHA Europe. It was started as a recognition 
of the urgency to improve awareness about pulmonary hypertension. This annual event, held on May 5th, 
brings together organizations, healthcare professionals, patients, and their families from across the 
globe to highlight the challenges faced by the PH community.

	 Once more, the inventiveness of our members has impressed us. They illuminated buildings 
with blue colour to create awareness for pulmonary hypertension, numerous sports events were held 
displaying the familiar T-shirts with our shared WPHD logo, healthy people got to experience how it 
is to live with PH as they breathed air through a straw and simultaneously had a clip on their nose, 
and the list goes on. Please find time to read about all the events that took place, even in countries 
currently experiencing trying times.

	 In addition, WPHD was also successfully posted on all our social media channels. By using 
professionally-looking visuals that were shared with associations across the globe, we have reached 
a vast audience. Please check the section dedicated to social media to learn more about our successful 
digital WPHD campaign. 

	 PHA Europe’s World PH Day project stands as a beacon of hope for millions of people living with 
pulmonary hypertension worldwide. Through its dedication to raising awareness, building support 
networks, and advocating for better care, PHA Europe has made significant strides in bringing this 
often-misunderstood disease into the spotlight. PHA Europe and the World PH Day project pave the 
way for a brighter future for those affected by pulmonary hypertension, fostering understanding, 
support, and enabling a better quality of life for all.

	 A big thank you goes out to all members, patients, family members, carers, and friends who 
contributed to making this WPHD, once again, a great success. And as always, special thanks go out 
to our industry partners, who continue to support our work. Our mission is clear: We want to raise as 
much awareness as possible in order to get people diagnosed at an early stage in their disease and, in 
this way, improve their quality of life (QoL) and extend their lifespan.

Hall Skaara
Project manager - PHA Europe

1.   Raising Awareness: World PH Day serves as a platform to educate the public about pulmonary 
hypertension, its symptoms, and the impact it has on patients’ lives. Through various awareness 
campaigns, including social media campaigns, educational events, and media coverage, PHA Europe 
aims to dispel misconceptions, reduce stigmas, and encourage early diagnosis.
2.   Building a Global Support Network: The World PH Day project acts as a catalyst for bringing 
together patients, caregivers, healthcare professionals, and advocacy groups. By fostering a sense 
of community, PHA Europe empowers individuals affected by PH to share their stories, exchange 
knowledge, and find solace in a supportive network.
3.   Advocating for Improved Care: PHA Europe leverages the visibility and momentum generated by 
World PH Day to advocate for better healthcare policies, increased research funding, and improved 
access to treatments and support services for PH patients. By partnering with medical professionals, 
policymakers, and other stakeholders, the organisation strives to address the unmet needs of the PH 
community on both national and international levels.

OUR WORLD PH DAY PROJECT HAS THREE MAIN OBJECTIVES AND BENEFITS:
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CALL TO ACTION
Unmet needs of persons living with pulmonary hypertension

CALL TO ACTION
1. Improve access to expert care
•	 Establish, properly fund and maintain, and integrate expert centres in local healthcare systems:

•	 High-volume expert centres, staffed by a multidisciplinary team of physicians who are trained and 
experienced in pulmonary hypertension (PH) care, should provide the diagnosis and care of PH 
patients

•	 Expert centres are necessary to ensure that currently available drugs are prescribed and used 
appropriately

•	 Patients where PAH or CTEPH is suspected should be referred to expert centres without delay
•	 Regularly review national and EU policies based on real life data to ensure and facilitate the 

implementation of the cross-border healthcare directive 
•	 Increase access to transplantation by enacting and regularly reviewing organ donor policies and 

maintaining processes that enable organ transplantations. All EU countries should develop and 
maintain comprehensive and humane organ donation policies, which ensure high-prioritised status 
on the waiting list for eligible PH patients

•	 Develop and regularly update PH clinical practice guidelines 
•	 Ensure that drugs or combinations of drugs for PH patients are prescribed by expert physicians, and 

that patient access is not limited by national policies
•	 Establish, regularly update and maintain national policies which ensure continuous access to care 

even in special situations

2. Improve awareness and screening
•	 Initiate PH awareness campaigns for both professionals and public
•	 Create training programmes on PH for health care professionals
•	 Create national screening and diagnosis programmes, tailored to PH patient subgroups
•	 Raise awareness of the potential for curative surgery and angioplasty for chronic thromboembolic 

pulmonary hypertension (CTEPH) and the need to appropriately evaluate CTEPH patients

3. Encourage clinical research and innovation
Ensure more policy, academic support, funding and incentives for:
•	 Fundamental, basic science, PH research
•	 Research that leads to effective treatments for all forms of PH and ultimately a cure for PH 
•	 Capacity of existing centres to support clinical trials and investigational research
•	 Research to determine non-invasive methods for measuring pulmonary pressure and cardiac output

4. Empower patient associations
•	 Facilitate real-life information exchange between PH patient associations and policy makers through 

roundtables, working groups, and other activities to ensure that the patient voice is heard and 
considered during decision making

•	 Include patient associations in health care policy debates, early clinical trial design discussions, 
regulatory activities for medicines, and relevant decision-making processes 

•	 Empower patients to make contributions through a proactive inclusive approach to ensure that people 
with PH are able to talk about their experiences and treatment, providing the input needed to make 
decisions fundamental to the lives of people living with PH 

•	 Increase the capability of patient associations to serve patients more effectively, particularly through 
the provision of accurate, evidence-based, regularly updated information 

•	 Encourage balanced financial support, including government funding, for patient associations so that 
they can continue to be independent

5. Ensure availability of psychosocial support
•	 Ensure that PH treatment encompasses treatment for the “whole” patient. National systems of 

integrated care must be instituted, encompassing all aspects of medical, psychosocial, nutritional, 
and rehabilitative support for patients and their carers

•	 Ensure that patient associations have secure, sustainable sources of funding so that the people who 
best know what it is like to live with PH can support people living with PH, including through telephone 
help lines 

•	 Afford disabled status to people living with severe forms of PH so that they can access key services, 
and are enabled to lead a more independent life

PHA Europe’s original Call to Action paper 
was authored and presented at the European 
Parliament in 2012. A decade later, in 2022, 
it underwent revision, and a new event was 
organized at the EU Parliament in April 2022. This 
revision was necessary due to the fortunate rapid 
evolution and advancements 
within the pulmonary 
hypertension (PH) field. 
These positive changes can be 
attributed to advancements in 
medication, treatment, and 
the continuing efforts of our 
national PH associations. 
Nonetheless, the paper 
remains relevant, as there 
are still unmet needs for 
individuals living with 
pulmonary hypertension.
In 2023, we undertook the 
translation of the executive 
summary of the Call to 
Action into 18 different 
languages. We printed 

copies of the Call to Action document, originally 
produced in English, for distribution among all 
our members. Furthermore, we included a pocket 
on the end page to accommodate the inclusion of 
the executive summary in the local language. In 
this manner, the document becomes an invaluable 
tool for our members, when engaging with health 

authorities and decision-makers in their 
respective countries.
The Call to Action 
document, along 
with the executive 
summaries, was 
produced and dispatched 
to our members prior 
to this year’s World PH 
Day. This ensured that 
our members could use 
the document during their 
local events.
We expect that the Call 
to Action will remain our 
primary strategic document 
for many years to come.

April 2022
ADDRESSING THE UNMET NEEDS OF PERSONS LIVING WITH PULMONARY HYPERTENSION:  

A Call to Action
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WPHD WEBINAR 2023
It has become a tradition to run online WPHD 
webinars, and this year was no exception. The 
renowned PH specialist Prof. Sean Gaine from 
Ireland ran an excellent presentation called 
«Work in Progress: Emerging Hope in PH». 
Several participants called the presentation 
«the best PH presentation I have ever seen!» 

Prof. Gaine started his presentation by talking 
about the past in PH treatment when he, as a 
young doctor stationed in the US, was involved 
when the first PH medication entered the 
market back in the 1990s. It was a type of drug 
called prostacyclin, and it paved the way for PH 
expert centres, including PH specialists. 

We have come a long way since then, with many 
new PH drugs on the market. According to Prof. 
Gaine it remains a work in progress, as there is 
still no cure for PH. However, there are many 
expected new drugs and advances in the PH 
field in the coming years, so Prof. Gaine claims 
there is «emerging hope in PH». 

Prof. Gaine then put his attention to the clinical 
guidelines. He explained the importance of 
them and pointed out that patients, for the first 
time, were involved in developing the guidelines 
for treatment and diagnosis of pulmonary 
hypertension during the 2022 guidelines. 
The guidelines were presented at the 6th 
world symposium of PH. This is an important 
milestone. Furthermore, he explained the five 
groups of PH and pointed out that we now have 
PH drugs and treatments for three of the five 
groups (1, 3, and 4). 

Prof. Gaine went on to mention that Artificial 
Intelligence (AI) also has its place in detecting 
PH in some clinical settings. AI can, for instance, 
be used to analyse echocardiograms and 
ECGs and detect patients that need further 
investigation due to suspected PH. This is one 
of many areas in which AI can play an essential 
role in the field of PH in the future. 

Prof. Gaine then talked about new emerging drugs 
and modifications of older therapies as the third 
hope in PH. When it comes to older medication, 
new trials are being run in order to test the 
effectiveness of treatment with higher doses 
than originally called for. Secondly, there is a trial 
on combining two different drugs into one pill. 
Converting old drugs to be used as inhaled drugs 
instead of oral drugs is also another interesting 
concept. The drugs might better target the lungs 
and enable higher doses of the drugs without 
causing unwanted systemic side effects.

New technologies related to inhalers and 
dry power production have also led to the 
development of new types of PH medication 
that are currently being tested out in trials. Prof. 
Gaine explained that some of these medications 
represent new pathways in addition to the three 
current pathways. The drug that is likely to hit 
the market first will be a drug that would be 
injected under the skin once a month. It is meant 
to rebalance the signaling between pro- and anti-
proliferative pathways. It will most likely enter 
the US market during the first half of 2025, while 
it will probably only be available in Europe a little 
later. The drug’s availability in different European 
countries will depend on the local laws in the 
respective countries. Other novel and upcoming 
pathways are related to serotonin and to a 
Serotonin drug and to inhaled drugs built on a 
drug tested years ago called Imatinib. According 
to Prof. Gaine, the original study on Imatinib had to 
be stopped due to serious unwanted side effects, 
but new inhalation techniques might result in 
effectiveness with much less systemic side effects. 
These, and other drugs, are currently being

Prof. Gaine continued his presentation by listing 
four emerging hopes in PH. The first being 
phenotyping. This term is being used medically 
to describe what kind of PH a person has. The 
better one can phenotype a patient, the more 
precise and well-suited the medication given 
to the patient can be. Prof. Gaine went on to 
give an example of group one PH, which is the 
group that goes by the term Pulmonary Arterial 
Hypertension (PAH). He described how the 
patients can be divided into three clusters, which 
all might require different types of treatment, 
despite the fact that they are all categorised 
as PAH patients. Prof. Gaine also talked about 
the relationship between genotyping and 
phenotyping. Genotyping refers to the analysis 
of a patient’s genes as gene mutations and 
changes, often found in PH patients, relates to 
patients as different phenotypes. This fact will 
play an important role in future individualised 
and personalised treatment and appropriate 
medicating of PH patients. 

According to Prof. Gaine, the second hope in 
PH was the introduction of risk stratification 
and the early use of current therapies. The 
term risk stratification refers to a list of 
parameters to identify the status of the patient 
in order to determine how the patient is doing. 
It classifies the patient into risk groups and 
decides if the current treatment is sufficient or 
if additional medication should be introduced. 
Risk stratification can also help the doctor 
understand when it is time to consider lung 
transplantation for a patient. The newest 
guidelines introduced more granular risk 
groups. The intermediate group is now divided 
into intermediate low and intermediate high. 
Prof. Gaine also pointed out that three non-
invasive parameters can indicate which group 
a patient belongs to. The parameters are NYHA 
functional class, the six-minute walking test, 
and a biomarker called BNP or NT-proBNP. 

tested and may yield effective new PH 
treatments in years to come. 
The last hope for PH that Prof. Gaine presented 
was lifestyle-related issues. These might be 
important, especially for the Quality of Life 
(QoL), as patients live longer with PH. Lifestyle 
might also prove important in the progression 
of the disease. Prof. Gaine talked about how 
individualised exercise has shown to be 
beneficial for PH patients. He also mentioned 
dietary factors that might influence the 
microbiome in the digestive system. These seem 
to have some effect on the PH, indicating that a 
healthier diet might positively affect a patient’s 
PH. Prof. Gaine also pointed out how emerging 
technologies, like smart phones, implantable 
devices, Patient Reported Outcomes, etc. might 
lead to a difference in the way to follow up 
a patient. Automatically generated reports, 
for instance, might give early warnings about 
changes in the patient’s condition. These tools 
might also prove very important when different 
drug therapies are tested out on a patient in 
the search of finding the optimal personalised 
medication. 

Prof. Gaine’s presentation gave an excellent 
view of the emerging hopes for the future 
treatments of PH patients. It generated a lot 
of interesting questions from the PH webinar 
audience, which Prof. Gaine gave very insightful 
answers to. 

The webinar can be viewed on PHA Europe’s 
World PH Day web pages. We highly recommend 
viewing it, and we thank Prof. Sean Gaine for an 
excellent presentation!

Hall Skaara
Project manager 

PHA Europe
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	 In the ever-evolving landscape of social 
media campaigns and branded content, our 
relentless pursuit of a unique tone and voice 
sets us apart. This year, our focus remains 
unwavering, but with a crucial twist: we are 
shifting our attention to the very essence of our 
content—the needs of patients.
	 Harnessing the power of social media 
campaigns offers numerous advantages, yet 
our proudest accomplishment lies in the global 
reach of our WPHD materials. Translated into 
over 15 languages, these resources and our 
toolkits (https://worldphday.org/toolkit/) 
have garnered widespread appreciation among 
associations worldwide. The utilization of 
Canva templates has made everything even 
simpler compared to the previous year(s).
	 Our social media campaigns become 
more than just a means to promote awareness—
they become a vehicle for empathy, uniting 
individuals and organizations in a shared 
mission. By weaving together compelling 
narratives, captivating visuals, and thought-
provoking messages, we ignite a global 
conversation that reverberates across borders 
and cultures. This year’s empowering slogan 
„Inhale PH, Exhale Courage” and the hashtag 
#StillPHighting serve as a reminder that PH and 
its need for a cure is as present as ever.
	 We strived to carefully measure the overall 
success of our social media campaigns and, with 
the invaluable support of numerous global PH 
associations, we can all take pride in the outstanding 
results achieved during this year’s WPHD 2023. 
Remarkably, all key performance indicators (KPIs) 
experienced a significant surge, highlighting the 
tremendous reach of our impactful voice united to 
transmit a singular message of HOPE for all PH 
patients.
	 The combined efforts of PHA Europe’s 
Facebook and Instagram pages, alongside the 
World PH Day Facebook and Instagram pages, 
achieved an impressive milestone, surpassing 
4 million total impressions. This remarkable 
figure represents a 10 percent increase 
compared to the previous year, emphasizing 
the staggering reach of our impactful materials.

SOCIAL MEDIA CAMPAIGN

2 ｜PHA Europe Social Networks

Facebook and Instagram
｜Facebook/Meta

Period of time 28.04.2023. – 19.05.2023

• Total number of posts: 14

• Total number of followers on Instagram: 1612 ↑ +33

• Total number of followers Facebook: 11,812 ↑ +34

• Total Reach FB: 1,447,893 +46K% ↑

• Total Reach IG: 560,121 +88K% ↑

• Number of visits after sinlge post publishing FB: 3150 ↑ 606%

• Number of visits after sinlge post publishing IG: 570 ↑ 410%

• TOTAL NUMBER OF IMPRESSIONS: 4,061,068

• Number of new followers on both platforms: 67 ↑

• Number of payed ads TOTAL on both platforms: 10

• Total ammount spent: 224 euros

3 ｜PHA Europe Social Networks

Facebook and Instagram

｜Facebook/Meta

4 ｜PHA Europe Social Networks

Facebook and Instagram

WPHD page
｜Facebook/Meta

Period of time 28.04.2023. – 19.05.2023

• Total number of posts: 13

• Total number of followers on Instagram: 354 ↑ +13

• Total number of followers Facebook: 5000 ↑ +17

• Total Reach FB: 130,100 +80K% ↑

• Total Reach IG: 990,776 +49M% ↑

• Number of visits after sinlge post publishing FB: 406 ↑ 560%

• Number of visits after sinlge post publishing IG: 324 ↑ 8.0K%

• TOTAL NUMBER OF IMPRESSIONS: 1,134,943

• Number of new followers on both platforms: 67 ↑

• Number of payed ads TOTAL on both platforms: 1

• Total ammount spent: 20 euros

5 ｜ PHA Europe Social Networks

LinkedIN

｜LinkedIN

Period of time 28.04.2023. – 19.05.2023

• Total number of posts: 14• Total number of followers on LinkedIN: 446 ↑ +54 inc. 1700%• Search appearence: 501 +400% ↑• Unique visitors: 37
• TOTAL POST IMPRESSIONS: 5,200 ↑93% increase

• Number of new followers : 54 ↑• Number of payed ads : 0• Total ammount spent: 0 euros

5 ｜ PHA Europe Social Networks

LinkedIN｜LinkedIN

Period of time 28.04.2023. – 19.05.2023

• Total number of posts: 14

• Total number of followers on LinkedIN: 446 ↑ +54 inc. 1700%

• Search appearence: 501 +400% ↑

• Unique visitors: 37

• TOTAL POST IMPRESSIONS: 5,200 ↑93% increase

• Number of new followers : 54 ↑

• Number of payed ads : 0

• Total ammount spent: 0 euros

	 Across four prominent platforms—
Facebook, Instagram, Twitter and LinkedIn, the 
expansion of our fanbase and followers was 
nothing short of remarkable. Over the span of 
only 15 days, we witnessed a dramatic surge, 
gaining nearly 250 new followers. Furthermore, 
the translation and dissemination of our ready-
to-use materials and visuals by numerous 
international associations further contributed 
to our global impact and numbers.
	 While the precise calculation of total 
numbers (of total reach) remains challenging, 

we estimate that the PHA Europe-led WPHD 
2023 campaign reached an estimated 6 
million individuals worldwide. This expansive 
reach signifies the powerful resonance and 
widespread influence of our global initiative.
	 We take immense pride in the collective 
PHight and extend heartfelt gratitude to all 
the associations who joined us in our mission. 
This shared dedication brings an added 
responsibility to make every future project 
even more meaningful for patients, leaving an 
impact that cannot be ignored.

7 ｜ PHA Europe Social Networks

Twitter
｜Twitter

Period of time 28.04.2023. – 19.05.2023

• Total number of tweets according to analytics: 33

• Total number of followers on Twitter: 1,964 ↑ +21

• Total Reach/Tweet impressions: 11,001 +102% ↑

• Profile visits (last 18 days): 615 ↑ 778%

• Mentions (last 18 days): 37 ↑ 350% ; total 65

• TOTAL NUMBER OF IMPRESSIONS: 11,001 increasing

• Number of payed ads TOTAL on both platforms: 0

• Total ammount spent: 0 euros

Best performing Tweet

8 ｜ PHA Europe Social Networks

Twitter

｜Twitter

Snapshot – Twitter Analytics last 28 days summary

9 ｜ PHA Europe Social Networks

Overview of published posts
｜Overview

Total of post likes on Instagram: 484 + 200

Total of post likes on Facebook: 811

Total number of shares directly from PHA Europe FB page: 135

Total number of website link clicks on FB: 1500

Best performing post across all platforms

10

THANK YOU

The PHA Europe Digital Media Team
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AUSTRIA
NEWS FROM EUROPEAN PH ASSOCIATIONS

This year, we hosted a remarkable event 
for World PH Day at Milestone Square 
in Vienna’s Prater. Prior to the event, we 
precisely cleaned up the venue to ensure it 
radiated in all its glory. As the main high-
light, we enlisted the talents of graffiti 
artists to creatively interpret our World 
PH Day logo and spray it live on a large 
screen at Milestone Square, situated in 
front of the planetarium and the iconic 
Vienna Giant Ferris Wheel.

We took the opportunity of both World 
PH Day and our Milestones project to 
raise awareness for PH Austria and pul-
monary hypertension. Through the Mile- 
stones project, individuals could perso-
nalize a plate engraved with their own 
message on a brick, contributing to the 
ever-growing Milestone Square at www.
meilensteine.at. Over 18000 milestones 
have already been placed on the Milestone 
Square. This meaningful initiative has 
been closely associated with PH Austria 
and the Lung Kids Research Association 
for several years, capturing the hearts 
of all involved. The paving stone sym-
bolized the sensation of having a heavy 
burden on the chest, hindering the ability 
to breathe. It served as a touching repre-
sentation of the challenges faced by those 
affected by the condition.

WORLD PH DAY AT MILESTONE SQUARE IN VIENNA’S PRATER
As the graffiti took shape, beautifully revea- 
ling the World PH Day logo, we engaged 
interested passersby by providing informa-
tion about PH Austria and pulmonary hyper-
tension. Tony Wegas, the famous singer and 
two-time participant in the Eurovision Song 
Contest, actively supported our cause as 
he himself battles with pulmonary hyper-
tension. A dedicated film crew accompani-
ed us, capturing the process of creating the 
World PH Day graffiti, resulting in a capti-
vating documentary for our social media 
platforms. This video will continue to raise 
awareness for years to come. https://www.
youtube.com/watch?v=jvn_K2LQVc0

As tradition holds, we received support from the ow-
ners of the Viennese Giant Ferris Wheel around the 
5th of May each year. Once again, the Ferris wheel was 
illuminated in vibrant blue during several evenings in 
May, serving as a powerful visual representation to 
draw attention to pulmonary hypertension.

We sincerely hope that our projects have made a lasting 
impression, and we eagerly anticipate each following 
step towards finding a cure for PH.

Monika Tschida
PH Austria -Initiative Lungenhochdruck

www.phaustria.org
www.facebook.com/lungenkinder

Adding to the significance of our Milestone Square, we welcomed a special supporter: Toni Polster, 
the famous soccer player who achieved numerous records in the Austrian national team and played 
internationally for Köln and Sevilla. His remarkable 44 goals for the national team secured his 
permanent place in our Milestone Square.
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Belarus supported people suffering from PH 
through a sport and game program titled „Take care 
of your health from childhood”, which was held at 
the Molotkovichi Special Orphanage School.
The children prepared for the event with special 
trepidation and excitement: they inflated balloons, 
decorated the hall, tried on T-shirts, and applied 
aquagrim.
At the beginning of the program, an informa-
tional conversation was held for all those present 
about the possible causes and symptoms of PH, 
how people suffering from this disease feel and 
why it is necessary to take care of themselves and 
others. The presenter drew attention to the fact 
that, unfortunately, people suffering from pulmo- 
nary hypertension cannot play sports, or lead an 
active lifestyle to the fullest. They have to limit their  
physical activity due to the peculiarities of the 
disease.
After the conversation, the children, divided into two teams, took part in a sports relay race, where
they had to complete all the tasks without mistakes, show dexterity, ingenuity, endurance,
as well as the ability to work together in a team. The relay consisted of various competitions: „Roll 
the hoop”, „Snake”, „Funny balls”, „From hummock to hummock”, „Jumping on a fitball”, etc. Some of 
the patricipants managed everything easily, others needed more time and skill. The fans were very 
worried about their friends and classmates, so they cheered the teams on with their applause.

BELARUS
NEWS FROM EUROPEAN PH ASSOCIATIONS

The holiday turned out to be great! The main thing at the event was not the victory of the team, 
but strengthening the health of children, fostering the love of sports, developing a sense of friendship 
and the ability to work in a team. The bright photoshoot in blue tones was organized for all team 
members, after which the children received memorable gifts and sweet prizes.
In addition to the school children and their teachers, the event was attended by the director of the 
orphanage school, Izotov Vyacheslav Grigorievich, the head teacher for educational work, and 
a teacher-psychologist. In total, more than 70 people attended, together with the students. Larisa 
Anatolyevna Kobrinets, the head of the Molotkovichi outpatient clinic, visited the Health Day as 
an invited guest. Correspondents of the popular local radio station „Svoyo Radio” told their listeners 
about the event dedicated  to pulmonary hypertension.

http://molintern.brest-region.edu.by/main.aspx?guid=55903
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BELGIUM

World Pulmonary Hypertension 
day PH Belgium: online sporting 
event ‘Moving for pulmonary
hypertension’. 

In the month of May, PH Belgium organized an online sponsoring event where people could financially
support athletes, family members and PH-patients for the kilometers they collected by riding,
walking, running, etc.

With this event, we wanted to achieve three goals:

The first was promoting a healthy lifestyle by getting people to exercise, whether they were 
patients or routined athletes. To help the patients, we included a link to a webinar about 
‘Exercising with PH’, where a physiotherapist from the UZ Leuven expertise center explained 
how to exercise safely as a PH patient. We also organized two offline events with our mem-
bers where we promoted the campaign.
  
The second goal was raising awareness by getting people to share their activity, online and 
offline. To help them with that, we provided materials on the two offline events and online 
via a toolkit with a banner, infographic, visuals, etc. 

As a third goal we wanted to make this also a fundraising campaign, by using a fundraising 
platform where people could get sponsored for the kilometers they collected. We choose 
‘Steunactie’ because it’s in Dutch and not too complicated to use. To help people to set up an 
account, we made a step-by-step starter’s guide. 

1.

2.

3.

NEWS FROM EUROPEAN PH ASSOCIATIONS

To help us set up the event and make it a success, 
we have recruited and informed our members du-
ring two physical meetings, which were organized 
in late April and early May. Although patient parti-
cipation was still limited, we did see that the topic 
about exercise with pulmonary hypertension was 
often discussed at the meetings with patients. There 
was one beautiful example of a 13-year-old patient 
with her mom, who walked almost 1 km daily!

On our social media accounts (Facebook, Insta- 
gram, LinkedIn, and Strava), we shared posts of the 
campaign and facts on pulmonary hypertension. We 
encouraged people to share their progress on their 
socials, and we saw that the campaign was
shared a lot on social media. 

With the campaign, we could raise 4,525€ for  
pulmonary hypertension; 3,400€ through the fund-
raising platform and an additional 1,125€ through 
a company that organized the campaign internally. 
As a result, we almost reached our target of 5,000€!

Links: 
Campaign: https://steunactie.be/actie/beweeg-voor-pulmonale-hypertensie/-19085
Video ‘Bewegen met PH’: https://youtu.be/MbKKxOX7IFo
Strava-club: https://www.strava.com/clubs/PHBelgium

Belgische patiëntenvereniging voor pulmonale hypertensie vzw (P.H. België) – Kruisbeeldstraat 28, 9220 Hamme
BE 0475 321 180 – RPR Gent, afdeling Dendermonde
BE04-0682-3239-3031 – www.ph-vzw.be – info@ph-vzw.be

To measure the kilometers, we asked people to join our Strava club, where we could see how much 
kilometers they have made. There were also a lot of people who only joined the Strava-club, this 
grew from 13 to 43 members. In total, 19.372,8 km were collected on Strava for pulmonary hyper-
tension! Next to that, there were also the kilometers from people that did not join the Strava club or 
organized their own private campaign. For example, the PH-team of MSD-Belgium did their own 
sporting-campaign. They even shared a video of this on their LinkedIn page. 
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BOSNIA AND HERZEGOVINA
Bosnia and Herzegovina - WPHD 2023 

The celebration of WPHD 2023 in Bosnia and Herzegovina takes a step forward every year in terms of 
engaging all generations - from the youngest to the oldest.

Unlike Ismet, who rode a bicycle, a group of 
runners from Bihać, by participating in the 
May half-marathons and marathons in Bi-
hać, Sarajevo, and Zagreb, ran more than 200 
km; they were breathless for pulmonary hy-
pertension. Enes Ibrahimagić, Sanel Kurtagić, 
Asmir Islamović, Haris Mašić, Amar Čeha-
jić, and female runners Dženana Musić, Elza 
Ljubijankić, and Emina Čehajić Gradinović, 
members of the sports clubs BURT and SD 
Ultra, both from Bihać, are our constant 
supporters, who are tirelessly on the road 
together with us raising awareness about 
pulmonary hypertension in our country,

as well as abroad. In those three cities, expanding over two countries, Bosnia and Herzegovina and 
Croatia, they were breathless for patients with pulmonary hypertension and achieved exceptional 
results.

Our oldest collaborator is Ismet Škulj from Zavido-
vići, a recreational cyclist from Bosnia and Herze-
govina for many years. Ismet leaves us breathless 
every year on May 5th. This year, he completed a 
1,410 km cycling circuit with his bicycle. When we 
add those kilometers to those previously travelled 
for patients with pulmonary hypertension, Ismet 
covered a total of 11,690 km of cycling that he 
dedicated to patients with pulmonary hyper-
tension. In late April and early May 2023, Ismet 
rode with Zlatko Silik for eleven days in Europe 
with the mark of the European PH community. In 
this way we once again marked the WPHD together. 
Despite the bad weather conditions, they managed 
to finish another spring cycling tour, which had a 
goal to raise awareness about our disease through 
five European countries: Bosnia and Herzegovina, 
Croatia, Hungary, Austria and Slovenia.

SPORTS AND EDUCATIONAL ACTIVITIES FOR ALL GENERATIONS

HALF MARATHONS AND MARATHONS - BREATHLESS FOR PH

CYCLING PH CIRCLE IN EUROPE

NEWS FROM EUROPEAN PH ASSOCIATIONS

In addition to sports activities, we also organized two educational events about pulmonary hyper-
tension, among students and pupils.

In Sarajevo, in the premises of HUB Homework, a presentation dedicated to pulmonary hyper-
tension was held, the author and lecturer of which was Sabina Hodžić, a long-time activist of the 
Association of citizens suffering from pulmonary hypertension „Dah” - in Bosnia and Herzegovina. 
With the presence of Sarajevo University students, who had many questions about this difficult 
and rare disease, this presentation fulfilled all our expectations.

We organized the second educational event in Zavidovići with the oldest students of the „First Elemen- 
tary School”. In an exceptional atmosphere, we talked about pulmonary hypertension, symptoms, 
therapies, the importance of early diagnosis, and we also organized a 6-minute walking test 
simulating a PH patient, after which we measured saturation, heart rate and lung capacity. 
As always, the students of this school, together with their teacher Amir Muminović, showed a lot 
of empathy, a lot of desire and will to help and actively participate in celebrating World Pulmonary 
Hypertension Day.

„Kasper - the blue-lipped bear” picture book, which we printed thanks to the Bulgarian author Natalia 
Maeva and PHA Europe, in addition to its educational and entertaining content, also served as an 
inspiration for the illustration of the drawings of our youngest collaborators in raising awareness 
on the occasion of World Pulmonary Hypertension Day. 

Raising awareness about this incurable disease among all generations is our continuous task.

Students I-2, III-3 and V-1 of the „First Elementary 
School” from Zavidovići have been our constant collabo-
rators in celebrating this day for years. They surprised 
us again this year with their creative works, wanting to 
participate in the celebration of WPHD 2023. They sent 
us many of their drawings with the unforgettable mes-
sage„Dear Kasper, we want you to get well!”. With great 
gratitude to these students who are growing by raising 
awareness for PH, and their teachers Fadila Suljičić, Emira 
Skejić-Dautbegović and Samira Isić, we hope that we 
have brought our disease closer to the youngest, as well 
as to all those who, until now, knew nothing about it. The 
story of Kasper the bear lives on in Bosnia and Herzego-
vina and carries a strong message for all small and big PH 
fighters - early diagnosis of our disease gives hope for a 
better tomorrow for PH patients.

STUDENTS AND PUPILS ABOUT PULMONARY HYPERTENSION

THE YOUNGEST ONES BRING KASPER TO LIFE WITH THEIR DRAWINGS
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As in previous years, during the celebration of WPHD 2023 in Bosnia and Herzegovina, words, 
photos, messages, newspaper articles, and other media content are continuously reaching us as 
exceptional public support for our disenfranchised group of patients. An increasing number of 
people understand the hard and hopeless situation in which patients with pulmonary hyper-
tension find themselves in our country, which is why we are extremely proud of our work and our 
support. We express our gratitude to the athletes, professors, students and pupils, the media, and 
the associations that supported us, as well as to the company General Pro-Mark, which provided 
us with a video banner at the city’s busiest intersection.

This year, when arranging the impressions after the celebration of the WPHD in Bosnia and Herzego-
vina, we must highlight the media as well. They simply left us breathless. The fact is that they have 
always been with us and are doing everything to help us in our fight for our lives, but this year they 
surpassed themselves and really did a great job on the occasion of WPHD in Bosnia and Herzego-
vina. Recognizing a problem and writing about it is one of the foundations on which journalism is 
based. Because of all their efforts, we must especially praise and mention them: Zdici.info, Fena, 
Fokus, Klix, Vijesti, Federalna TV, Start BiH, Bljesak.info, Centralna, Radio 0lovo, Zenicablog, Radio 
Sarajevo, RTV Maglaj and RTV BPK.

Vera Hodžić,
president of the Assembly

Association of citizens suffering from pulmonary 
hypertension „Dah” - in Bosnia and Herzegovina

SUPPORT, MEDIA, VIDEO BANNER

On May 5th, we marked the world day of „the blue lip disease”. In Bulgaria, this rare disease affects 
nearly 500 Bulgarians. One of the key symptoms of this rare disease is difficulty breathing, even 
when doing the most ordinary daily tasks. Additionally, the blue color of the lips and limbs is a  
symptom of the lack of oxygen in the human body.

On May 5th 2023, from 8:00 p.m. to 
11:00 p.m., the building of the National 
Palace of Culture in Sofia was lit  in blue 
for the past 8 year, as a sign of empathy 
with the patients who struggle with the 
incurable, rare, and insidious disease 
„of the blue lips” - pulmonary hyper-
tension. In the interval from 8:00 p.m. to 
10:00 p.m. on Friday, May 5th 2023, the 
following buildings were illuminated: 
in Burgas - the Bridge in the Sea Garden; 
in Ruse - the building of The Pantheon 
of  the  Revivalists, in Haskovo - 
the Bell   Tower, near the monument  
„The Virgin Mary”.

Despite the efforts of the patient organization, the health 
insurance fund continues not to finance oxygen appara-
tuses for patients with pulmonary hypertension. Most 
of the patients in the third and fourth functional class of 
the disease need expensive intravenous therapy, which is 
also not available in our country. Lung transplantation is a 
life-saving option for them, a problem that has remained 
unsolved in our country for years.

Pulmonary hypertension can strike anyone. The invisible 
disease makes you dependent on an oxygen apparatus. You 
can’t breathe and get tired from the slightest movement. 
You get swelling on your legs, arms, and your lips turn blue, 
showing the lack of oxygen . The oxygen mask hinders you 
when you sleep, and climbing stairs turns from a simple ac-
tion into a huge ordeal. 130 patients with a rare form of the 
disease fight a daily battle with it, and about 500 Bulgarians 
suffer from different types of pulmonary hypertension. Patients 
are dependent on oxygen apparatuses and costly supportive 
therapy. said Natalia Maeva, chairperson of the Bulgarian 
Society of Pulmonary Hypertension Patients.

PULMONARY ARTERIAL HYPERTENSION IS LIKE AN ICEBERG

BULGARIA BSPPH
NEWS FROM EUROPEAN PH ASSOCIATIONS
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Teams from 34 countries participated in the international pétanque tournament, held from May 
23rd to May 28th at the Mesongi Beach resort on the island of Corfu, Greece. The representatives 
of Team „Karo” dedicated their participation in this prestigious international competition to people 
living with pulmonary hypertension.

As part of the World Pulmonary Hypertension Day campaign, a patient 
webinar „Living with pulmonary hypertension: Mental health” was held 
on 26.05.2023. Dr. Lyubomir Dimitrov, an invasive cardiologist, head of 
the Department of Paediatric Cardiology at the National Hospital of Car-
diology and deputy chairperson of the Bulgarian Society of patients with 
Pulmonary Hypertension, spoke about the problems that doctors and pa-
tients with PH have gone through during the pandemic. „All these patients 
should receive adequate medical care. We, I am talking about the doctors, 

the society, and the state, should provide them adequate treatment,” the expert said. 
A lecturer of the event was the psychologist Dr. Antonia Grigorova, who spoke more about the risk 
factors that affect the psychological state of patients with pulmonary hypertension. In addition, she 
offered a self-management program for patients with this rare disease- how to build useful habits, how 
to solve problems, how to deal with anger, and how to communicate with loved ones.

Pétanque has been officially played in Bulgaria since 2000. The popular French game is played on a 
rectangular court measuring 5 by 15 m with a hard surface of sand or clay. Balls made of a special 
metal alloy are used for it, weighing from 600 to 800 g, and their diameter is about 70-75 mm.

It can be played individually, in pairs or threes, but classically is played in threes, which can be 
male, female and mixed. When playing individually and in pairs, each competitor of a team has 
three balls, and when playing in threes, two balls.

„Thank you for taking the time to donate your 
breath to those who cannot breathe and are 
dependent on their oxygen machines. Access to 
new therapies for PH is years behind compared to 
other European countries, and lung transplants 
remain a chimera. The training of our doctors 
is at a standstill, and time is of the essence for 
patients suffering from pulmonary hypertension,” 
says the chairwoman of the Bulgarian Society of 
Patients with Pulmonary Hypertension Natalia 
Maeva.

„We are delighted to support the “Donate a 
Breath” campaign and draw attention to the 
plight of vulnerable patients living with this rare 
and insidious disease. I hope that our partnership 
will contribute to more people paying attention 
to the symptoms, the course of the disease, and a 
way out of it”, added Atanas Makarov, chairman 
of the Karo sports club.

TEAM „KARO” DEDICATED THEIR PARTICIPATION IN THE INTERNATIONAL 
PÉTANQUE TOURNAMENT TO BULGARIAN PATIENTS WITH PH

PATIENT WEBINAR „LIVING WITH PULMONARY
HYPERTENSION: MENTAL HEALTH”

On May 5, at 7:00 p.m., an open arm wrestling training session was held in the „Borisova Garden” 
park under the patronage of the Municipality of Sofia together with the National Federation of 
Arm Wrestling in Bulgaria. Competitors from the national arm wrestling team took part, of which 
3 national champions and one European champion were distinguished.

This event was organized to promote the sport of arm wrestling and to showcase the skills and 
achievements of the Bulgarian athletes. The training session was open to anyone who wanted to 
learn more about the rules, techniques, and benefits of arm wrestling. The participants had the 
opportunity to challenge some of the best arm wrestlers in the country, and they were even able 
receive valuable feedback and advice from them.

The event was also attended by representatives of the Municipality of Sofia and the National Fe-
deration of Arm Wrestling in Bulgaria, who expressed their support and appreciation for the ini-
tiative. They emphasized the importance of developing and popularizing arm wrestling as a sport 
that fosters physical fitness, mental strength, and fair play. They also announced their plans to 
organize more events like this in the future, as well as to provide more facilities and equipment for 
the arm wrestling clubs and enthusiasts in Sofia.

NATIONAL ARM WRESTLING TEAM IS SUPPORTING PH

BULGARIA PHA
NEWS FROM EUROPEAN PH ASSOCIATIONS
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If you are looking for a challenge and a way to explore 
the beauty of Bulgaria, you might want to consider 
following the footsteps of Todor Mangarov, who is 
currently hiking the Kom-Emine trail. This trail is the 
longest high mountain hiking route in Bulgaria, spanning 
about 700 km along the Stara planina ridge from west to 
east. It takes about 25-30 days to complete, depending on 
your pace and the weather conditions. Todor Mangarov 
started his journey on May 5, and he shared some photos 
from the beginning of his adventure. 

He also said that he was looking forward to reaching 
the finish line and enjoying the stunning view along the 
way. We wish him good luck and we will keep everyone 
updated on his progress. If you are interested in joining 
him, or even trying out the Kom-Emine trail yourself, 
you can follow him on Facebook. 

The European Pulmonary Fib-
rosis Association (EPFA) was 
one of the sponsors of World 
Pulmonary Hypertension Day, 
which took place on May 5th, 
2023. The EPFA also held its 
annual congress in Barcelona, 
Spain, from April 28th to 30th, 
where it discussed the latest 
research and developments on 
pulmonary fibrosis and related 
diseases. The congress was at-
tended by more than 300 health 
professionals, patients, and 
advocates from across Europe 
and beyond.

KOM- EMINE HIKING FOR PH

EPFA IS SUPPORTING PH
The first humanitarian art colony of the association 
Plava Krila was held on May 6th.
Young artists responded to our call, selflessly
donating their time and talent for humanitarian 
purposes. The beautiful views of the Botanical Garden 
in May provided everyone with a quiet corner for 
creating beautiful works of art.

We would like to take this opportunity to say one 
big thank you to everyone for their participation, 
and express special thanks to Nika Vrbica, who 
connected our association with the world of artists 
and engaged in everything, paying attention to details.
The project was financed by PHA Europe and the 
CBP program. The second part of the project is yet 
to come in the fall and will be featured in the next 
edition of Mariposa.

T-shirts with the inscription „Get Breathless for 
PH”, which about 280 runners ran in this year, plus 
children’s races, aim to send the message that run-
ners run out of breath during the race, just like 
sufferers of pulmonary hypertension, who also 
run out of breath during the slightest exertion, 
sometimes even while they are standing still.
A big Thank you to everyone who fights with us 
daily, year after year to raise awareness of pulmo-
nary hypertension to a higher level. Many thanks go 
out to the runners, citizens, partners, and our doctors, 
who actively participated, and without whom this 
would not be possible! 
The MZ Cener race was held under the auspices of the 
mayor of Zagreb.
Many thanks to Juri Buljan, the initiator and organi-
zer of II. Sava Marathon race, under the auspices of 
AK Maksimir, with whom we have been cooperating 
extremely successfully for several years in a row.
Both races were held on the occasion of WPHD 2023.

ART FROM THE HEART

WE MARKED WPHD WITH THE MZ 
CENER RACE AND THE II. SAVA 
MARATHON RACE

CROATIA
NEWS FROM EUROPEAN PH ASSOCIATIONS
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The project „Do more - breathe together” was 
aimed at strengthening civil society organiza-
tions at the local level, as well as at contributing 
to the quality of life of people with disabilities. 
We implemented the project as the project mana-
ger with partners from the Association of Persons 
with Intellectual Disabilities Bjelovar, and the 
Sports Association Argo from Bjelovar. The pro-
ject lasted 18 months in the area of Zagreb and 
Bjelovar-Bilogora counties. The total value of 
the project was around 60 thousand Euros 
and started on December 2nd, 2021 and was 
concluded on June 2nd, 2023.

One of the project activities was the creation of a 
manual in which we mapped the needs and ser-
vices for members of vulnerable social groups 
within the local community, in our case people 
with intellectual disabilities, but also those suffe-
ring from pulmonary hypertension. The manual 
contains research results, important definitions, 
and descriptions of needs and social services 
with all contacts of social service providers in the 
treated territory, to whom the target population 
can turn for help and receive self-help advice. 
The manual can be read at this link; chrome-ex-
tension://oemmndcbldboiebfnladdacbdfma-
dadm/https://www.plavakrila.hr/wp-content/
uploads/2023/06/Osit-Prirucnik-Cinimo-vi-
se-disimo-zajedno_compressed.pdf

In addition to this activity, which was the last, we 
carried out various other ones, as well as 3 edu-
cational activities, through which we upgraded 
our knowledge and skills in the area of financial 
management of associations, in the area of col-
lecting funds for the work of the association, and 
also among the last, we had a very interesting 
workshop about the use of virtual tools in the 
business.

Throughout this project, we met and got closer 
to people who have different difficulties than 
ourselves, and we consider this partnership very 
valuable as we became richer in great experiences.

THE PROJECT „DO MORE, BREATHE TOGETHER” WAS IMPLEMENTED
We socialized through the activity Equality in 
our free time, where our partners, the sports 
association Argo from Bjelovar, allowed us to 
try rowing, which we had never had the
opportunity to do before in our lives. We learned 
the importance of including people with disa-
bilities in a society of equality.

We also conducted a useful rescue exercise in 
crisis situations with the HGSS Bjelovar branch 
because it is something that can happen to 
anyone and it is very useful to learn how to 
behave in such situations.

The project „Do more - breathe together” is 
the first project financed by ESF funds in whi-
ch our association participated. We can say in 
the end that it was challenging and sometimes 
difficult. Administration required a lot of time 
and energy, and we encountered problems due 
to our inexperience. We would like to thank 
everyone who helped us overcome those prob-
lems step by step and successfully bring us to 
the end of this project. Special thanks go out to 
the National Foundation for the Development 
of Civil Society for being patient with all our 
questions and we hope that there will be oppor-
tunities for new projects and collaborations!

In cooperation with professional rowers Tomislav Smrček and Nikica Ljubeka, and as part of the 
„Full Lungs Forward” project, a workshop was held in Bjelovar on Lake Narta with children from 
the 2nd Elementary School Bjelovar. It is an activity in which children aged 12 to 15 rowed with the 
help of professionals and held a kind of competition. At the end of the activities on the lake,
a lecture was held on the importance of playing sports and adopting healthy lifestyle habits.

In addition, the children were introduced to rare diseases with an emphasis on pulmonary arterial 
hypertension (PAH), and T-shirts printed as part of the project were distributed to them. The children 
became breathless while rowing, so it was a link to how the patients get breathless. A short video 
clip lasting one minute was recorded at each location. 

Video Đakovo: https://vimeo.com/828280663/aa41d30415?share=copy
 
Video Bjelovar: https://vimeo.com/828280526/3d0c15281b?share=copy

We held the same activity on May 5th in Đakovo on the lake. A workshop was held with children 
from Vladimir Nazor elementary school.

We are waiting for 4 more locations and socializing with children through sports and education, all 
for the purpose of promoting health and a healthy lifestyle, which is what this project strives for. 
We are coming to Karlovac, Vukovar, Sisak, and Obrovac very soon!

News links;

https://hrvatskakucadisanja.hr/novosti/obiljezili-smo-medunarodni-dan-plucne-hipertenzije-utr-
kom-mz-cener/4164/

https://www.hzjz.hr/aktualnosti/svjetski-dan-hipertenzije-17-svibnja-2023/

https://www.svijet.hr/hrvatski/novost_5/ostani-bez-daha-za-ph-utrka-maksimirom_229496/

https://www.plivamed.net/vijesti/clanak/18672/Ostani-bez-daha-za-PH.html

https://www.jutarnji.hr/vijesti/hrvatska/utjecu-na-zakone-i-svakodnevno-pomazu-tisucama-hrva-
ta-no-njihov-rad-i-dalje-prolazi-ispod-radara-15338371

https://portalzdravlje.hr/plucna-hipertenzija-bolest-koja-uzima-dah-nekad-i-godine-do-dijagnoze/

„FULL LUNGS FORWARD” PROJECT
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CZECH REPUBLIC
On May 5th, we organized the event to support patients with pulmonary hypertension. The climb 
up the stairs to the memorial Vyšehrad was a powerful and symbolic way to raise awareness for 
this condition.

The illumination of buildings in Prague, Brno, and Olomouc in blue color is a meaningful gesture. 
The use of blue represents the characteristic blue color of the lips and skin observed in patients 
with pulmonary hypertension. By visually connecting these buildings with the condition, we created 
a striking display that helps draw attention to the challenges faced by patients.

Additionally, featuring a patient story in the media focusing on pregnancy with pulmonary hyper-
tension is crucial for increasing understanding and empathy. Sharing personal experiences and 
narratives can provide valuable insights into the realities of living with the condition. It helps to 
educate the public and foster a greater sense of support and compassion for individuals affected 
by pulmonary hypertension.

Our initiative plays a significant role in raising awareness and promoting understanding of pulmonary 
hypertension. By bringing attention to the condition through events, symbolic gestures, and patient 
stories, you are contributing to a more informed and supportive society. This can ultimately lead to 
better care and support for patients with pulmonary hypertension.

NEWS FROM EUROPEAN PH ASSOCIATIONS

HUNGARY
NEWS FROM EUROPEAN PH ASSOCIATIONS

Luckily, we were able to hold our annual 
National Patient meeting again this year. We 
were warmly welcoming all interested persons, 
old acquaintances, and new joiners alike. 

By listening to the lectures of our invited doctors, 
we acquired new knowledge and received tips on 
how to make our everyday life more beautiful, 
better, and easier. Empowered patient prog-
rams like this help us to understand each other 
better with our treating doctors and enables us to
cooperate better and comply with medical protocols. We were delighted that we were able to 
translate the nutrition brochure of PHA Austria, and that we could hand it to our fellow patients. 

Besides new knowledge, we were able to train 
our body with breathing exercises and our soul 
with the technique of our psychologist doctor.

The meeting gave us opportunity to chat and 
share our experiences. It is good and important 
to get to know each other, so that if we are in 
need of help, a few supporting words, or con-
solation, we do not have to hesitate to contact 
each other, and we can offer help and encourage-
ment to our new patients.

The board of Tüdőér Egylet believes and knows 
that this program benefits us all and increases 
our endurance, because the strength of the com-
munity helps to overcome pain and difficulties.

Besides our sport ambassadors who are racing all year round to raise awareness for our disease 
and association, now a whole team volunteered to complete a remarkable challenge. They ran 
around the ’Hungarian sea’, the lake Balaton. They completed 210,5 km in relay, running close to 
22 hours night and day. The NN Ultrabalaton is the most popular public sport event in Hungary. 
The one round race circling the lake Balaton is also the longest race of Central Eastern Europe.
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Breathlessness can be felt as a result of running close to 20 km sections, but for someone living 
with PH, sometimes it already happen after a few steps. To give the experience of circling the lake 
to those whose ability to perform is limited, our association has made a small Balaton, which could 
be ran around. We have distributed flyers and asked those who were interested to inflate a ballon 
and measured their saturation after. There were interesting and varying results. To some we even 
recommended to visit a cardiologist.

We were there when the team representing us made the start, in order to support them, and at the 
arrival next day, we joined the runners for the last meters. Our fellow patients arrived at the location 
from different parts of Hungary to cheer for those running for us. Our colourful T-shirts raised 
interest among the athletes and spectators, to whom we gave flyers and talked about PH. If there 
would have been a team beauty contest, we are sure that our awareness raising, lung decorated 
T-shirts would have won. 

Our other sport ambassador, 
Antal, completed a Triatlon also 
taking place at lake Balaton, to 
raise awareness for this rare  
disease.

Eszter Csabuda –Tüdőér Egylet
www.tudoer.hu

https://www.facebook.com/
tudoer.egylet

ISRAEL
NEWS FROM EUROPEAN PH ASSOCIATIONS

This year, the Israeli Association for Pulmonary Hypertension celebrated 
World PH Day with an awareness campaign in a sports gym.

The Acai sport center in the city of Bnei Brak in central Tel Aviv hosts an 
average of 800 - 1000 visitors daily. The population in this area is gene-
rally a demographic, who is less exposed to social media, less engaged 
with online presence, and mostly does not watch television. One of our 
goals was to reach people who would likely never come across this type of 
campaign and who would not necessarily hear about PH if we did not draw 
their attention to it. 

Our collaboration with this sports center allowed us to position signs strategically around the 
facility. Several large bright signs were placed around the facility, side by side with the exercise 
machines that members were using. The signs explain in clear, bold statements what patients of 
PH experience.
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As a translated example, near the stepper machine, 
the sign exclaimed: For someone with PH, the 
action of raising one’s legs creates a pressure 
which makes it difficult to breathe. Our second 
sign read:  A patient with PH has to be tested every 
3 months to evaluate if they are able to do a 
6-minute walk – the equivalent of 400 meters. 
This was placed next to the treadmill. Another 
example featured the words: If you have PH, 
lying back on a weight bench significantly affects 
ones breathing. Furthermore, by the free weights 
our sign read that lifting weights would raise a 
person’s PH symptoms.

Each of these signs feature a large QR code with 
bright red messaging “Show your support for PH” 
and “Help us raise awareness”. Members of the 
gym were then asked to follow us on social media, 
where we hope to continue sharing information 
about the symptoms and PH in general. 

The campaign is ongoing and people are engaging 
and asking questions about PH. We are confident 
that the vision of the signs and the conversation 
around the illness will create greater awareness. 
In addition to the above-mentioned awareness 
efforts, flyers were given to each person who came 
to the sports center over the span of a month- the 
flyers, as seen in the photos, feature a hand with 5 
fingers depicting the symptoms of PH. We conti-
nue our efforts in raising awareness!

LATVIA
NEWS FROM EUROPEAN PH ASSOCIATIONS

Spring 2023 comes with new plans and activities to highlight awareness for PAH in our society in 
Latvia. One of them was the Media campaign “TalkPH”, which started March 10th on all PHA Lat-
via social media accounts: we invited PH patients and their family members (carers) to share their 
stories through handwritten letters about what it’s like to live with pulmonary hypertension. The 
letters were published on our social media accounts to share our experience with a broader society. 

We are very proud that the 4th Baltic Pulmo-
nary Hypertension Conference was held 
in Riga Stradiņš University, on the 21st of 
April. The conference was organised with 
the cooperation of all three Baltic states 
– Latvia, Lithuania, and Estonia – Asoc. 
Prof. Andris Skride, PhD Ainars Rudzitis, 
Prof. PhD, Aivars Lejnieks (Latvia), PhD, 
Lina Gumbiene, MD Egle Paleviciute, Prof. 
PhD Skaidrius Miliauskas, Prof. PhD Egle 
Ereminiene (Lithuania), Prof. PhD Alan  
Altraja, PhD Ly Anton (Estonia). The 
conference offered the opportunity 
to hear the latest in treatment of PAH 
and CTEPH from international experts 
Prof. Marcin Kurzyna from Poland and 
leading experts from Baltic states. The 
programme included case reports, 
individual approaches to new therapeutic 
targets and better quality of life goals for 
patients living with PAH – those were the 
topics in 4th Baltic Pulmonary Hyper-
tension Conference in Riga. The conference 
was attended by specialists, GP doctors, 
students, pharma companies, and the 
patient organizations of the Pulmonary 
Hypertension Association Latvia and PH 
Europe. Ieva Plume, President of PHA 
Latvia, gave a brief opening speech at the 
conference.

The most important day of the year for our PH society is World Pulmonary Hypertension Day on May 
5th  when we gathered for an “Adventure walk” with cardiologists, writers, psychologists, and physio- 
therapists. The walk near the Baltic Sea included some tasks to complete as well as sharing stories 
and experiences while, having great time reuniting and taking in deep breaths of fresh air in a 
pine tree forest. 

4TH BALTIC PULMONARY HYPERTENSION CONFERENCE 

WPHD 2023
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Within all activities, we also created a social media fundraising initiative called “We catch every 
breath” to support patients with PAH living at home due to illness, so they can meet some acute 
needs in their life. 

Together we are stronger – stronger to raise awareness in society and to reach the goals of a better life 
for each PAH patient in Latvia and world! By receiving caring comments, we see that we are heard and 
not alone.

Related links:

National TV1, Day news, 21.04.2023., 18.00
Interview with Prof. Dr. Andris Skride, PHA Latvia Presi-
dent Ieva Plume, lung transplant patient Zane Lazdina.
https://replay.lsm.lv/lv/ieraksts/ltv/291896/verte-jau-
nakas-metodes-pulmonalas-hipertensijas-arstesana 

National online newspaper Neatkariga Rita Avize 
09.05.2023. – Article from press realize.
https://neatkariga.nra.lv/veseliba/413514-pulmona-
las-hipertensijas-pacientu-vestules-atklaj-cik-svarigi-sli-
mibu-atklat-laikus?_gl=1*1hcagbz*_ga*MzQ4Mzk0ND-
MxLjE2NDEyMTYxMzg.*_ga_LTMBW853YH*MTY4M-
zYxNjY0OC4yMS4xLjE2ODM2MTY2NTQuMC4wLjA
 
National news portal LSM.lv – article about pulmonary hy-
pertension 21.04.2023.
Article due to 4th Baltic PH conference
https://www.lsm.lv/raksts/dzive--sti ls/veseli-
ba/21.04.2023-slimiba-kas-nosmace-konferen-
ce-spriez-par-pulmonalas-hipertensijas-arstesanu.
a505831/ 

4th Baltic Pulmonary Hypertension Conference
https://www.bphconference.com/ 

THE NETHERLANDS

This event was held for the 17th time. Participants can choose 
between hiking (10 – 25 km), running (5-10 km), or a trailrun. 
For kids, a special kids run (1 km) was arranged. 
This year, pulmonary hypertension was the charity of this 
event. We collaborated with the fundraiser ‘Heb hart voor 
longen’, who have the right contacts in this area. 
The main goal was to raise awareness for pulmonary hypertension amongst the general public. 
This event is very appropriate for this goal: 9000 participants and loads of people lined the streets 
to cheer them on. The subgoal was raising funds for research.

On the website of ‘Vestingloop ’s-Hertogen-
bosch’, information about PH could be found. 
They shared a lot of content on social media 
about PH and living with this disease. They also 
shared a lot of our social media posts. Further-
more, a lot of attention was put on this event 
and PH through the local newspapers and 
social media accounts of local media companies. 
During the registration on the website, parti-
cipants could choose to pay extra money to 
donate to pulmonary hypertension. 

REPORT ‘VESTINGLOOP ’S-HERTOGENBOSCH’
MAY 14TH 2023

The 14th of May started with a big present: sun-
shine and no clouds! A beautiful day for hiking, 
running, and cheering. The starts took place in 
a nice, big park, where people could pick up their 
start numbers and T-shirts. PHA the Nether-
lands and  Heb hart voor longen have arranged 
a group of participants that hiked (including 
some runners too) with bright yellow T- shirts, 
with special attention for PH. The trail run started 
around 9 o’clock, and the hikers started at 10.30 
o’clock. The kids run started at 12 o‘clock and the 
5 and 10 km running event started in the afternoon. 

NEWS FROM EUROPEAN PH ASSOCIATIONS
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The finish line was at the center of the city on a very big and famous square. A huge crowd was 
cheering! On the square was a large screen, where sponsors were mentioned, and a short movie 
about PH was played. The atmosphere was fantastic and many people gathered in the square and 
stayed until the evening.

The goal with this event was achieved, as the PH awareness message reached many people and 
funds were raised: more than 10,000 Euros.

Every year, we do our best to spread PH awareness and fight for a cure for patients. While we create 
awareness every day, every week, and every month of the year, we specifically dedicate a lot of our 
efforts to the World PH Day.

We organized a concert in which many local bands and singers from the vicinity of Gevgelija parti-
cipated. We had fun playing and singing together with the audience that gathered with us that day 
to support the patients who are fighting this serious disease every day. Furthermore, our folklore 
ensemble performed with a few dances featuring our traditional music—this was exciting for the 
crowd and put everyone in a good mood. In addition, we also had several performances by young female 
dancers from our local hip hop group, who entertained the audience with a more modern dance 
style. People were taking pictures, filming, and they started asking why all this was happening. Some 
attendees already knew about the cause, however, as they came again to support our goal to create 
awareness. It was a wonderful day filled with lots of activities and fun, and it was shared by several 
newspapers, as well as broadcasted on Gevgelija‘s local radio station.

NORTH MACEDONIA
NEWS FROM EUROPEAN PH ASSOCIATIONS

CONCERT
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In addition to the concert, a 5 km race was organized in the name of Gjurgica and all patients, who 
lost the battle with PH. Runners from all over Macedonia, inlcuding top marathon runners, ran 
for a good cause. They raced and ran out of breath in order to give their maximum support for PH 
awareness.

We also had runners all over the world running under the motto „Get Breathless for PH”, waving 
flags everywhere and wearing support shirts and jerseys.

RACE

OTHER ACTIVITIES

Ratko Kjaev
Reporter

The World PH Day was marked in Norway over the span of two days 
with a round table conference on the 4th of May, and a stand at the 
Lovisenberg heart and Lung hospital on the 5th of May.
Additionally, Sølvi Molnes, our leader, was interviewed by one of our 
large newspapers, and her story was posted by several newspapers and 
large Norwegian magazines, as well as published online.

The Round table Conference was organized by 
Janssen PH Nordics at their venue at Lysaker in 
Oslo. It was the 4th annual round table confe-
rence held by Janssen.
The theme and goal setting for the meeting was 
to raise awareness for PH, particularly for PAH, 
Pulmonal Arterial Hypertention.
Our goal was also to discuss how, together, we 
can contribute to an increase in Quality of Life 
and help people who already have gotten the di-
agnosis to be able to live a good life with PH/PAH 
in Norway.
Charlotte Myrdal Østby, PAH nurse and contact 
hospital nurse  from Rikshospitalet in Oslos 
cardiological department, informed us about 
the new PAH register in Norway. She is the 
coordinator for mentioned register for all of 
Norway.
The goal is that all PAH patients in Norway are 
included in this register by May 2024.
Charlotte told us that the majority of PAH patients 
are women.
We also discussed the importance of getting 
PAH into the Rare Disease Registry in Norway. 

It is still hard to find and diagnose patients 
early, as patients still are in the functional class 
III or IV by the time of diagnosis. That results 
in late diagnosis and more severe cases. Hope-
fully, the new register can help with that.
Furthermore, the new international Guidelines 
on PAH will be followed by all centres in Norway.
A follow-up consultation approximately 3 or 6 
monts after diagnosis is important, so that we 
can find the best medication and combination 
of treatments for each individual patient as 
early as possible.
We have one central rehabilitation centre for 
PAH at Lovisenberg Rehabilitation in Gardero-
en in Oslo for the entire country. They are very 
experienced with training and rehabilitating 
patients and takes place for 4 weeks once a 
year, for each patient.
The importance to get a PAH contact nurse at 
each regional centre, in addition to the centre 
in Oslo, was also discussed.

LHL, our heart and lung organisation, had a podcast with our board member Ina Lill Øvre 
Torp, and our consultant at the heart and lung hospital Dr Med Jostein Grimsmo. The link to 
the podcast is: www.lhl/pah.no

NORWAY
NEWS FROM EUROPEAN PH ASSOCIATIONS
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Our stand at Lovisenberg Rehabilitation Centre was in the reception area of the hospital on the 
5th of May.
We had a roll up, leaflets, coffee, and chocolates to attract people.
We talked to both patients and staff and informed about PAH, and the World PH Day.

PORTUGAL

Patients and their families and friends from various parts of the country united and were accommodated 
at the Luso hotel, where  a meet and greet took place, followed by fun, creative, and educational games. 
Patients got to know each other on a more personal level, learned more about their disease, and had the 
opportunity to share  their PH journey. 

We completed the first day with a walk downhill to visit the local Luso Museum , a space that features se-
veral exhibitions relating to the famous natural mineral water, with its spring coming from the mountain, 
and finally a group dinner, enjoyed by all.

A sunny Sunday brought more than 500 participants to take part in the organized trail/walk by “Trilhos do 
Luso”, who were wearing our “GET BREATHLESS FOR PULMONARY HYPERTENSION” T-shirts, and  
walked the 10km trail, in the beautiful, luxurious  mountain forest of the Luso-Bussaco, with its uphill 
entwining pathways.  The Portuguese Pulmonary Hypertension Association was awarded 1st place for 
having the largest number of participants in this event.

The Luso Stadium was the stage for all activities, as this was the starting and finishing point for all parti-
cipants taking part in the walk. Simultaneously to the trail, a yoga class was conducted by Dr. Graça Castro 
– a cardiologist and Pulmonary Hypertension specialist at the CHUC- Centro Hospitalar e Universitário de 
Coimbra (one of the largest PH reference centres in Portugal), and was attended by more than 30 people.

To celebrate World Pulmonary Hypertension this year, APHP - the Portuguese 
Association, held a weekend retreat  on the 6th and 7th of May, in the pretty Spa 
town of LUSO.  It was a weekend filled with many and diverse activities for pati-
ents, families, caregivers, friends, health professionals, and many athletes.

NEWS FROM EUROPEAN PH ASSOCIATIONS
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We were pleased to hand out our new patient kit to 
members and brochures to the general public, raising 
awareness for Pulmonary Hypertension. Our wheel 
of fortune was a success amongst young and old 
participants, as they all took their turn in spinning 
the wheel, which turned out to be a fun way to 
raise funds. More funds were raised with the selling 
of personalized merchandise, such as pens, note-
books, anti stress hearts, and 3 paintings,  which 
had been donated to the Association. For the little 
ones, face painting was available, and our mischie-
vious Zebra Mascote - HOPEY, who was very 
active, delighted everyone present at the event.

A very special moment was held to pay tribute to 
Maria João Saraiva – founder of the patient associ-
ation almost 20 years ago, who sadly passed away 
last September. A touching speech was given by  
Teresa Carvalho, and 50 balloons were launched 
into the sky, in remembrance of someone so special 
to all, and who lived faithfully and true to her motto 
- CARPE DIEM” – Seize the day!  On a more 
intimate note, for those who walked along her 
side and shared her PH journey, a lunch was held, 
followed by the screening of a beautiful autobio- 
graphy video, and the testimonials of family and 
friends. Our WPHD ended with a very special talk 
by Dra. Graça Castro, who pointed out the impor-
tance of Pulmonary Hypertension support groups, 
which are an excellent resource for help and 
encouragement, and the signing of our LUNG 
canvas with our messages of HOPE!

Our main aim was for all participants to have fun, 
enjoy the day, and leave inspired by what they had 
seen or learned.

Our social media campaign started on the 21st of 
April, and ran throughout the month of May. Four 
PH patients were on national tv programmes, to 
talk about their personal experiences with PH. 
More than 30 articles were written and disclosed 
in various means of communication – newspapers, 
magazines, and internet. A PH member was invi-
ted to take part in a podcast, produced by the Na-
tional association of Portuguese pharmacies.  Our 
first webinar was held on the 31st of May (we have 
4 planned), in which our panelist, Dr. Antonio 
Marinho, pediatric cardiologist, spoke about Pul-
monary Hypertension in infants and adolescents.

On the 21st of May, the Portuguese Pulmonary 
Hypertension association was invited to parti-
cipate in the event entitled “Navigating with your 
Heart”, which took place in Lisbon. The main ob-
jective, besides interacting and sharing enjoyable 
moments, - “is to build bridges between patient asso-
ciations”. Members from another 3 different
patient associations – ATPP (lung transplant as-
sociation), AADIC (cardiac insufficiency associa-
tion), Coração Feliz (children and adults with con-
genital heart disease), enjoyed a boat trip along 
the main river in Portugal, which included snacks 
and a very relaxing and zen moment with breathing 
and stretching exercises conducted by Ana Monteiro. 
Aboard the sailboat, we were honoured with the 
presence of two health professionals, Dra. Filipa 
Ferreira, cardiologist and Pulmonary Hypertension 
specialist, and renowned portuguese heart and 
lung transplant doctor, Prof. Fragata, who presen-
ted us with a very informal, pleasant speech, cong-
ratulating the various groups for the initiative, and 
highlighting the importance of  patient support 
groups for all those living with an illness.

We thank all our sponsors, who supported our events,  and all our members who contributed to 
raising awareness, and acknowledging that standing together makes us STRONGER, and our voices are 
LOUDER. Our HOPE is that Pulmonary Hypertension soon becomes Past History ! 
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SERBIA
WPHD 2023 report – Summer Maripossa

Pulmonary Hypertension Serbia (PH Serbia) has 
prepared a slightly different way of marking World 
Pulmonary Hypertension Day 2023 this year. With 
the enormous support of our honorary ambassador 
and famous European actor Goran Bogdan, we 
have implemented a video project titled „Talking 
about PH,” which was broadcasted in the form of a 
news/information program on four national tele-
vision channels. Goran Bogdan and the president 
of the PH Serbia Association, Danijela Pešić, pre-
sented facts about PH in the form of an informa-
tive television program (news), and then showed 
that reality is much more complex than the infor-
mation viewers had the opportunity to hear while 
watching the news during prime time on the four 
most-watched television channels in Serbia. An 
appeal was made to decision-makers for broader 
and adequate support of patients suffering from 
PH, and awareness of this disease among the wider 
population was raised in an effective and impact-
ful way. This approach to raising awareness is 
something that PH Serbia has not done before, 
and our goal was to reach as many people as pos-
sible in a viral manner.

As part of the World Pulmonary Hypertension Day 2023 commemoration, and with the support of 
our Inspired by HOPE team runners, for whom we prepared specially designed shirts featuring all 
our logos and marks, we wanted to make history again and further commemorate May 5th in the 
best possible way at this year’s Belgrade Marathon, which coincides with WPHD. Our runners, led 
by Slaviša Vesić, completed the entire marathon while pushing a wheelchair-bound girl who, due 
to her illness, Friedrich’s ataxia, could not do it herself. This achievement was just a dream for her. 
PH Serbia, our runners, and Ana have made history at the Belgrade Marathon with this incredibly 
humane act and action we named „On May the 5th - Dreams Become Reality.”

NEWS FROM EUROPEAN PH ASSOCIATIONS

While our Inspired by HOPE team runners write history at marathons and conquer peaks throug-
hout Europe, dedicating their achievements to us, PH patients and association representatives 
have given their maximum efforts to highlight the progress made and emphasized the numerous 
unresolved problems that we need to solve together at various conferences organized in honor 
of World Pulmonary Hypertension Day 2023. We would like to highlight the conference orga-
nized by the pharmaceutical company MSD as an important events for us, as pharmacists and 
company representatives from the region had the opportunity to hear from PH patient Danijela Pešić 
directly, what life was like without therapy in the past and how life with therapies today is closer 
to the dream that many still have.

With the support of PH Europe, by sending a cover letter to relevant decision-makers and govern-
ment bodies, as well as by providing translations of the „Call to Action” document on the status and 
needs of PH patients, we have succeeded in organizing several meetings that will be decisive for 
improving the position of our patients. We had the opportunity to print this important document in 
larger numbers and deliver it to everyone who can help. All of this served as a kind of preparation 
for the major PH conference that PH Serbia will hold in October 2023, where we will attempt to 
push all boundaries when it comes to raising awareness, improving the quality of life, and overall 
position of our patients. Many international invitees  have already confirmed their participation.

One regular segment that we will strive to include in our association’s work is the organization of 
workshops for psychological support for our patients, where we interactively discuss open questions 
important for every PH patient, from daily life, activities, topics related to nutrition, and the impact of 
the disease on psychological status, to societal attitudes and the position of PH patients in the work-
place, self-treatment, and more. These workshops are conducted in collaboration with our prominent 
psychologist, Aleksandar Šibul, and other expert collaborators of the association.
This year’s World Pulmonary Hypertension Day has been recorded on all our social media platforms. 
On our Facebook page alone, the video featuring Goran Bogdan, which we translated into five different 
languages, was viewed by over 50,000 people, while on other platforms, our message reached over 
10,000 people who had the opportunity to learn about all aspects of PH through informative and enga-
ging content from PH Europe, which we translated into our language. We express our gratitude to the 
Spanish association and Turkish PH association.

We are looking forward to this year’s success with hope that the highlight will be our major interna-
tional PH conference in October, which will not only restore hope for patients that PH will become a 
thing of the past, but also bring us closer to that moment. We would like to express our gratitude to 
all our partners, PHA Europe, our friends, and sponsors for their selfless support.

VIDEO LINK: https://www.youtube.com/watch?v=e6yPevh4Ew0&t=10s

Danijela Pešić and Uroš Antonijević
PH Serbia Team
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SLOVAKIA
NEWS FROM EUROPEAN PH ASSOCIATIONS

In Slovakia, we started the campaign for World PH Day at the end of March with invitations on 
our social networks to our upcoming activities. At the end of March, runners participated in 
three running competitions - Šamorín running league, ČSOB marathon, and the Jabulani challenge 
(Australia). Due to the initiative of the runners, three patients from our association joined the Wings 
for Live World run on May 7th to support research in the treatment of spinal injuries. On May 13th 
and 14th, our team of PH patients took part in the challenging Vltava Run relay race in the Czech 
Republic. Their activities will continue throughout the year. A great success is that our team has 
grown to include new runners from the younger generation as well.

On April 29th, we cheered on the volleyball players, who gave us their breath throughout a ten-hour 
volleyball tournament. It was organized for us again after 10 years by the Polar volleyball club in 
the sports hall in Veľky Krtíš. Eight mixed teams competed for the title like lions, and we gave out a 
special cake with the WPHD logo to the winner. The event was covered by the mayor of Veľký Krtíš 
and was promoted in the Rádiožurnál program of Slovak Radio and in the regional newspaper.

A member of our association Zuzka Čižmanská, collected proceeds from an entire week’s sale of 
mini Pavlova cakes in her pastry shop. She contributed to the campaign not only by distributing 
information about PH, but also with a donation of €120 for the association.

Our campaign on social networks also reached out to the civic association „Rare Diseases”, which 
contributed to the campaign by creating a video about the symptoms of PH, as well as an interview 
with Slovak PHA president Iveta Makovníková. She contacted the commercial TV Markiza, which 
led to broadcasting the interview in two editions of the main news on May 5th. 

https://www.youtube.com/watch?v=v6burqXsgY4

This year, we again prepared the traditional, 
already 7th year of hiking event for patients 
with PH. This time, we chose the Orava region. 
Patients, doctors, health professionals, family 
members, and hiking enthusiasts all gather-
ed in the beautiful surroundings of the ho-
tel resort Oravský haj. On the eve of the climb, 
an information seminar was held with expert 
doctors from the Center for PH in Bratislava. T. 
Valovičová and M. Luknár focused on different 
types of PH, their diagnosis and treatment. We 
specifically dedicated it to type of PH caused 
by congenital heart defects. Patients also parti-
cipated in the seminar with their stories.

On May 27th, a total of 120 hikers climbed to the 
top of Skorušina mountain (altitude 1314 a.s.l.) 
with photos of patients on their back. We were 
joined by local residents, who also prepared a 
few surprises for us. For the first time, patients 
were taken out by firemen in cars and reached 
the top of the mountain. Everyone appreciated 
the beautiful view from the observation tower, 
but also the excellent hunting stew, which was 
cooked by local residents since the early mor-
ning hours. We took a photo together, handed 
out badges and medals to the participants, and 
returned to the valley. In the evening we met in 
the conference room for the raffle. A number of 
gifts were distributed. The Folklore ensemble 
from Brezovice enriched the evening with their 
performance. The hospitality, willingness, and 
respect of this region, as well as the beauty of 
nature and pleasant peace, brought out all the 
positive energy within every participant. The 
mayor of Brezovica also supported the event.
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SLOVENIA
NEWS FROM EUROPEAN PH ASSOCIATIONS

On May 24th, 2023, the Association for Pulmonary Hypertension of Slovenia organized the event 
„Every Breath Counts” on Prešeren Square in Ljubljana, where passers-by were made aware of 
the disease pulmonary hypertension and its symptoms. „With the event and stand in the middle 
of Ljubljana, we wanted to attract as many people as possible to try the adapted six-minute test of 
walking with straws and thus see what it’s like to breathe with the lungs of a patient with pulmonary 
hypertension,” emphasized the president of the association Tadeja Ravnik.

The breathing of the patient is similar to the breathing of a healthy person with a nose clip and two 
straws in the mouth. This makes it difficult for oxygen to enter the lungs, so the individual breathes 
faster and is less able to exert physical effort.
About a hundred people took part in the adapted walking test. But the feelings and experiences 
were very similar for everyone - a feeling of surprise at how hard it is to breathe, and how anxious 
you feel when you just can’t inhale with full lung capacity.

„I thought it would be easier, but it wasn’t. What 
oppresses you is not pleasant if you cannot 
breathe. I have never experienced such a feeling 
of not being able to breathe in my life. I can’t 
imagine having to live like this.”

„The six-minute walk test is quite demanding.  
Personally, it was already a challenge to hold 
straws in my mouth and really only breathe 
through them. I also tried walking up stairs with 
straws and a nose clip, it’s a bit harder than 
walking up a flat one. If I had to walk up the
stairs for longer, I would definitely need a break. 
I believe that for someone who has to breathe in 
this way all their life, it is very challenging to live 
with it.”

Cene Prevc, former ski jumper

„This is an interesting test. Especially this feeling 
of strain on the lungs, because they are not
getting enough oxygen and then somehow you 
constantly feel a lack of oxygen or the amount of 
air in the lungs. I also felt pressure in my chest 
and lungs. It’s hard, really hard.”

„Since walking with straws and a nose clip didn’t 
seem so difficult to me, I was interested in how it 
is if you have to watch a child next to you, show 
him something, for example, how to jump from 
one small step. Well, that turned out to be very 
difficult. It starts to feel tight in your chest and 
you immediately feel tired. It’s not easy.”

ONLY WHEN YOU CAN NO LONGER BREATHE WITH
FULL LUNGS, YOU REALIZE THAT EVERY BREATH REALLY COUNTS

Statements from passers-by who have tried the adapted six-minute walk 
test include:

We are glad that many individuals who wanted concrete information about the disease and its symp-
toms came to our stand. Of course, we don’t want the number of people suffering from pulmonary 
hypertension to increase, but we are happy that our long-term efforts have borne fruit and people 
with symptoms similar to those of pulmonary hypertension - i.e. shortness of breath, excessive 
fatigue, blue lips, swelling of the legs and dizziness, now actually think about this disease.
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SPAIN ANHP
NEWS FROM EUROPEAN PH ASSOCIATIONS

ACTIVITIES WE HAVE ORGANIZED FOR WORLD
PULMONARY HYPERTENSION DAY
The activities that the National Association of Pulmonary Hypertension has organized within the 
Campaign for World Pulmonary Hypertension Day under the slogan “Hypersensitize yourself, we 
are Pulmonary Hypertension”, have had the objective of raising awareness about pulmonary hyper-
tension, not only among people who suffer from it or their families, but also in society in general.

The campaign, during which updated information on pulmonary hypertension has been provided 
thanks to the collaboration of several socio-sanitary specialists, who have participated in the work-
shops and Webinars organized by the association, has had a great impact on social networks. This 
has allowed us to reach all corners of the world, transferring the reality with which people with  
pulmonary hypertension, their families, caregivers, and professionals live. We have collaborated 
with entities from around the world of pulmonary hypertension with informational materials and 
the following hashtags:

 	 May 2, CUPON DE LA ONCE commemorating World Pulmonary Hypertension Day.  
Five million ONCE coupons helped us raise awareness about pulmonary hypertension.
https://www.once.es/noticias/el-dia-mundial-de-la-hipertension-pulmonar-en-cinco-millones-
de-cupones-de-la-once

 	 On May 5th we collaborated in the I Conference on Pulmonary Hypertension at the Miguel 
Servet Hospital in Zaragoza, coinciding with World Disease Day. We had the hospital manager, 
stress the importance of the Hospital’s pulmonary hypertension unit, coordinated by Dr. Juan  
Antonio Domingo, which has recently been accredited as an intermediate pulmonary hypertension 
unit by the Spanish Society of Thoracic Surgery and Pneumology (SEPAR).

 	 On May 4th, 18th and June 1st, we have carried out the respiratory exercise workshop in a 
virtual format given by D. Juan Izquierdo, physiotherapist of the Cardiac Rehabilitation and Pulmonary 
Hypertension Unit of the University Hospital October 12. During these sessions we have learned 
to perform certain breathing and strength exercises for people with pulmonary hypertension.

 	 On May 11th, we organized a psychoeducational workshop for patients with pulmonary 
hypertension and their families under the title „What is not visualized: emotional exhaustion in 
pulmonary hypertension” taught by Jennifer Moreno, a psychologist who collaborates with the entity.

	 On May 24th, we held the ANHP breakfast “Encounters that Hyperconnect” in a virtual 
format, where we offered a space for exchange between patients and welcomed people, who have 
joined the entity in the last six months.

 	 On May 5th, different emblematic monuments of some towns and cities in Spain were 
illuminated in blue in support of World Pulmonary Hypertension Day.

In addition, throughout the month, we publish on our social networks about the disease and what 
it means to live with it.

o	 La fuente de Neptuno en Madrid
o	 Estadio San Mamés del Athletic Club de Bilbao (Bilbao)
o	 Los 4 postes de Ávila
o	 La Casa de la Cultura de Gandía (Valencia), iluminación y pancarta
              de la campaña en la fachada. 
o	 El Ayuntamiento de Lorqui (Murcia)
o	 La fuente de la Plaza de España y de la plaza de D. Juan de Austria de Sevilla
o	 Palacio de Aljaferia de Zaragoza
o	 Ayuntamiento de la ciudad de Santander
o	 Ayuntamiento de El Espinal (Navarra)
o	 Ayuntamientos de Otañes y Castro Urdiales (Cantabria)

We leave you more information about the activities carried out during this intense but productive 
month:

#SeguimosLuchando#InhalaEsperanza#InhalaValentía #VenzamosHP#Ponletumejorsonrisa
#FilosofíadePHantasticals#PuraEsperanza#LaPacienciaCura #WorldPHDay2023 

#DíaMundialHP2023#HablemosHP #UnAlientoPorHP#hipertensiónpulmonar#LuzAzul
#enfermedadrara #Concienciación#WPHD #IniciativaGlobalHipertensiónPulmonar#PHAEurope
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SPAIN FCHP
NEWS FROM EUROPEAN PH ASSOCIATIONS

1.	 The Foundation against Pulmo-
nary Hypertension illuminates the 
most representative buildings of the 
most important cities in Spain

3.	 Inauguration and financing of 
a cycle ergometer in the hemody-
namics room of the Ramón y Cajal 
University Hospital (Madrid)

2.	 Inauguration of the reform of 
the reception flat for patients with 
Pulmonary Hypertension, who are 
going to undergo a transplant

On World Pulmonary Hypertension Day, many 
Spanish cities have lit up their most characte-
ristic buildings in blue to raise awareness for 
this disease. We would like to thank all the city 
councils that have collaborated in this gesture 
of solidarity.

Inauguration of the refurbishment of the 
reception flat for people affected by Pulmonary 
Hypertension, who come from other Autono-
mous Communities to undergo a transplant 
or long-term treatment. In the photo we see 
Ramón Jurado, Mayor of Parla, María Curiel, 
councilor for Health, Enrique Carazo, and Laura 
Ranz of the FCHP.

On World Pulmonary Hypertension Day, we 
inaugurated and financed a cycloergometer 
in the cardiology haemodynamics room of the 
Ramón y Cajal University Hospital. The cyc-
loergometer is used to perform catheterisa-
tions on the fly and to be more precise in the 
diagnosis. In the photo we are joined by Dr. del 
Cerro, Dr. Jesús Álvarez, Dr. Ignacio Hernández,  
Dr. Elvira Garrido, Dr. Andrés Tenes, Dolores Rivas, 
Ismael Cerro, Enrique Carazo, and Laura Ranz. 
We are very proud that patients with Pulmonary 
Hypertension and congenital heart disease can 
benefit from it.  Special thanks go out to the 
Enrique Flores Foundation for trusting us.

4.	 Pulmonary hypertension goes 
to school

5.	 Signing of the agreement with 
Madrid City Council 

6.	 Meeting with Cristóbal Belda, 
director of the Instituto de Salud 
Carlos III.

It is important to know about Pulmonary Hyper-
tension from a very early age. Not everyone has 
the same conditions and, therefore, we should 
all be aware of the problems that our class- 
mates may have. That is why we bring Pulmonary 
Hypertension to schools. Here are some images 
of a class with one of our girls with Pulmonary 
Hypertension, teaching her classmates and 
teachers about her illness. Laia is a champion!
Thanks go out to CEIP Rafael Altamira in Alicante 
for these inclusive activities.

An exciting agreement with the Madrid City 
Council was signed at the Palacio de Cibeles 
by Borja Carabante, Delegate for the Environ-
ment and Mobility, and Antonio Prieto, Manager 
of Madrid Salud. On behalf of the Fundación 
Contra la Hipertensión Pulmonar, we were 
joined by President Enrique Carazo, Carlos 
Garcia-Hirschfeld, and Laura Ranz. This 
agreement will serve for the development of 
actions in the field of health and environmental 
education for patients with Pulmonary Hyper-
tension. Thank you for all the work that has 
seen the light of day.

We continue working to promote research 
in Pulmonary Hypertension with 𝗖𝗿𝗶𝘀𝘁𝗼́𝗯𝗮𝗹 
𝗕𝗲𝗹𝗱𝗮 ,  director of the Instituto de Salud e 
Investigación Carlos III, and our president 
𝗘𝗻𝗿𝗶𝗾𝘂𝗲 𝗖𝗮𝗿𝗮𝘇𝗼 𝗠𝗶́𝗻𝗴𝘂𝗲𝘇. We have held very 
fruitful meetings that make a difference.
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7. Solidarity Flashmob for research 
into Pulmonary Hypertension

8. Conference for patients with 
Pulmonary Hypertension

9. Meeting at the Virgen de la Maca-
rena University Hospital (Seville)

10. 1st Conference at the Tajo 
University Hospital (Aranjuez).

A solidarity Flashmob was held at the Ajuntament 
de Santa Margarida i Els Monjost (Barcelona). 
This was a very special day of dances and smiles 
that the Associació Alma Calí organised with a lot 
of love. We would also like to thank our friends 
from the Sagas LegiónST 501, Spanish Garrison 
50th Legion, and the Spanish Base of the Rebel 
Legion for being so generous. All proceeds will go 
towards Pulmonary Hypertension research.

A conference for patients with Pulmonary 
Hypertension was held at the Hospital Univers-
itario Costa del Sol in Marbella. This was an inc-
redible conference, in which the information 
was transmitted in a pleasant way, being under- 
standable and useful for everyone. A great team 
of professionals works in the multidiscipli-
nary unit, and special recognition goes out to 
Dr. Bravo for taking care of his patients in every 
way. Thank you for counting on our foundation 
and making known our resources for patients, 
families, and transplant recipients with PAH.

Another meeting was held at the Virgen de la 
Macarena University Hospital (Seville) with Dr. 
Alejandro Recio, head of the hospital’s Pulmo-
nary Hypertension Unit and head of nursing. 
We were able to meet all the professionals 
working on the disease, and all the areas 
(medical, surgical, diagnosis, clinical support, 
nursing...). It was a very interesting meeting, in 
which collaboration ties were formalised.

The 1st National Organ and Tissue Transplant 
Day Conference was held at the Hospital Universi- 
tario del Tajo (Aranjuez). On such an important 
day, a patient with Pulmonary Hypertension 
on the waiting list for a transplant, who is living 
in the reception flat of the Foundation against 
Pulmonary Hypertension, wanted to participate. 
We would like to thank the medical management, 
and all the professionals for organising this event.

To Donate Is to Love

SPAIN HPE
NEWS FROM EUROPEAN PH ASSOCIATIONS

Hipertensión Pulmonar España ORG pacientes

As every year in May, we launched a campaign to raise awareness for Pulmonary Hypertension to 
mark the World Pulmonary Hypertension Day on May 5th.

HPE-ORG also joined the campaign that has been carried out worldwide through social networks 
along with the entire community of Pulmonary Hypertension, sharing visuals about the reality 
of pulmonary hypertension with the hashtags #StillPHighting #InhaleHope #InhaleCourage 
#BeatPH #PutAHappyFace #PHilosophyofPHantasticals #PureHope #PatienceHeals #World-
PHDay2023 #TalkPH #OneBreathForPH #pulmonaryhypertension #BlueLight #raredisease 
etc. #RaiseAwareness #WPHD #GlobalPulmonaryHypertensionInitiative #PHAEurope.

In addition to the social media campaign, we have carried out our own campaign and activities. As 
in previous years, we involved HPE-ORG members in working committees, so that with the help 
of their immediate environment they could organize different activities linked to sports under the 
slogan „Be Breathless for Pulmonary Hypertension”, always with the support and supervision of 
HPE-ORG.

Thanks to this initiative, we have involved different city councils to illuminate buildings in blue in several 
cities in Spain, including the Central Market in Alicante, the Miner’s Fountain in Guardo, the façade of 
the Municipal Palace in Tarragona, Torre dels vents and the Kesse Youth building, the Cathedral of Sant 
Feliu de Llobregat City Hall, and the house of culture in Churriana de la Vega and  Hospital Universitario 
Virgen de las Nieves de Granada. In all these cities, posters have been put up around the buildings lit up in 
blue indicating the reason for the illumination to raise awareness of Pulmonary Hypertension. At the same 
time, we have organized Pilates classes in the Victory center in Guardo, and in Salamanca together with the 
AVIVA Foundation. At the Guardo Language School, our member Carmen Buján gave a presentation in 
English about Pulmonary Hypertension, what it means to live with this disease, and the work we do in our 
association.

This year, we also organized our General Assembly of members as part of the celebration of World Pul-
monary Hypertension Day. In this Assembly, besides sharing moments with the members of the entity, 
we had the opportunity to receive a first-hand talk of the physiotherapist in charge of giving our Postural 
Training workshops, Nuria Codina, from Corporación Fisiogestión, who informed us about the benefits 
of moderate and controlled exercise for patients with pulmonary hypertension.

MAY 5TH WORLD PULMONARY HYPERTENSION DAY 2023
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For those who were unable to attend in person, we held an online nutrition workshop with Alim-
menta, in which we learned how to introduce sweets into our diet while at the same time taking 
care of our diet.

In the city of Sant Feliu de Llobregat (Barcelona), where our headquarters is registered, as part of 
the activities of the 65th National Exhibition of Roses held from May 12th to May 14th, we were 
present at the stand of Minority Diseases where we were visited by Pere Aragonès, President of 
the Generalitat de Catalunya; Oriol Bossa i Pradas Mayor of Sant Feliu; Loren Rider, councilor of 
health; Aitor Rivera, councilor of Commerce, Lourdes Borrell current mayoress, Nil Moliner musician, 
composer and Spanish singer-songwriter and many more who were involved in raising awareness, 
as well as being photographed with the WPHDay T-shirt.

As a novelty this year, we got in touch with the graffiti association Kaligrafics from Sant Feliu de 
Llobregat who made a graffiti from one of the visuals shared by PHA Europe to make the people of 
Sant Feliu aware of the reality that people affected by pulmonary hypertension live. We encourage 
people to get involved in the campaign by uploading their photo to their RRSS with the hashtag: 
#WorldPHDay2023.

Additionally to the activities carried out in person and online, our president María Rodríguez was 
interviewed on two occasions, once for the Plataforma de Malatías Minoritaries, in which she  
shared a video with Dr. López Meseguer, head of the Pulmonary Hypertension unit of the hospital 
La Vall d’Hebrón in Barcelona, and also for the digital magazine ConSalud.es, an interview in which 
María Rodríguez spoke about her experience with pulmonary hypertension throughout her life.

Thanks to the dissemination work carried out 
in the municipality of Guardo, we have received 
the recognition of the Social Entities of Alto  
Carrión in the Gala „Construyendo Comunidad” 
organised by Radio Guardo AMGU, which was 
collected by our member Carmen Buján. 

Together with the support of the association organi-
zing the activities, the result has been a success, both 
in the organization and participation of the activities, 
and in the dissemination of these activities.

As the last activity carried out in the framework 
of World Pulmonary Hypertension Day, on June 
15th we organized the 2nd PAH Needs Confe-
rence in the Autonomous Community of Castilla  
y León with the aim of continuing to detect 
areas of improvement in care for patients with 
Pulmonary Hypertension.
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UKRAINE PHA
NEWS FROM EUROPEAN PH ASSOCIATIONS

This year’s World PH Day was held in Ukraine despite the current war activities in the country. 
Many patients had to leave their houses, some of them moved to more safe places, 20% of patients 
moved abroad. However, our community remains strong! Regardless of our location, we feel the 
support of one another!

The main event for Ukrainian patients was the 
online conference with doctors from the PH 
Centers,  Lung Transplant Centers, and  
representatives of organizations involved in 
supporting programs for Ukrainian patients. 
The interactive meeting with patients who are 
currently in different countries was especially 
interesting.  Furthermore, we have discussed 
important questions related to social and 
psychological stability during the war times— 
these meetings were intense, yet also very 
interesting. We also had an opportunity to 
do some breathing exercises that help with 
managing anxiety together with our yoga 
teacher, who is also a PH patient.

During the entire month, our volunteers and patients have been taking part in different sports 
events in order to raise awareness regarding the disease. 

Once again, we have felt the support from one another and our close ones.

Together we are stronger! 

In Kyiv, we had the chance to have an offline 
meeting with PH patients, where we greeted 
each other and discussed topics and questions 
that bothered our members. 

During these difficult days, we received much 
support from so many people in various ways.
For example, the “Meridian” dance studio pre-
pared a special dance called “The light through 
the darkness”, dedicated to PH patients. 

We have also joined Ferrer Spain with the PHantasticals awareness campaign, an initiative that seeks 
to raise public awareness of rare and chronic diseases.

With this World Pulmonary Hypertension Day campaign, we have achieved great growth in all our 
social networks, especially in terms of interactions with our publications, which means that we have 
been able to reach many people who have learned first-hand what it means to live with Pulmonary 
Hypertension. 

In addition, other entities have echoed our publications and have supported us on their social 
networks by sharing our content to give more visibility to this disease.

Finally, we are very satisfied with the results obtained, and with the involvement of the people who 
have participated in different cities. With yet another year we have managed, by the end of May, 
to make more people aware of Pulmonary Hypertension, raising awareness of the importance and 
seriousness of this pathology, as well as making our organization and the services we offer more visible.
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UKRAINE PHURDA
This year marks the fourth year in a row during 
which we celebrated WPHD online. For this year, 
we organized a variety of activities to mark WPHD. 
A few weeks before the main event, we gathered 
with patients and held a photoshoot. We had fun 
and enjoyed the special moments for the first time 
in-person after a long break. The pictures from the 
photoshoot were used in our awareness campaign, 
during which we produced billboards and city lights 
to place around the city of Lviv. The billboards fea-
ture a hotline number and a call to action – “Spread 
awareness about PH”. During June, these billboards 
and city lights were placed on the streets.

On May 5, PHURDA and CF „Sister Dalila” held an 
online patient meeting on Zoom under the topic: 
„World PH Day 2023”. We spoke about new opportuni-
ties for PH patients in Ukraine. PH specialist from the 
PH center in Kyiv, Olena Torbas, shared the specifics 
of work during war, the situation with medicine, diag-
nosis, treatment, and plans for the future. Furthermore, 
Oksana Kulish Skaara presented information about the 
cooperation between PHURDA and other European 
organizations, which is particularly important during a 
time of war. We also remembered the history of WPHD, 
especially our previous amazing activities, when we  
celebrated together at beautiful and relaxing places.

To develop another part of our awareness campaign, we invited educational institutions to join 
us on WPHD and spread information about pulmonary hypertension using #blue_butterfly.  
Approximately 100 schools and kindergardens joined the initiative and hand-crafted blue  
butterflies, took pictures and posted them on Facebook, making a cool #blue_butterfly online 
flashmob. Such support is very precious for us!

To continue the awareness campaign to celebrate WPHD, we created an animated cartoon about 
PH called „Not the best friend”. On May 5, the cartoon was broadcasted on a TV channel during 
the evening news program. We also added English subtitles to the cartoon. We thank everyone 
who joined us in the creation of this cartoon: illustrator - Myhailyna Vaksman, voice artist – Maya 
Boichenko (Art school NKIDS), technical support - TRC “Pershyi Zakhidnyi” with the support of 
Natalia Kutsyniak, and Olha Tsap. 

Our PH community thanks the European Lung Foundation, CF „Patients of Ukraine” and TRC 
„Pershyi Zakhidnyi” for media support of our activities.

We express our sincerest thanks to PHA Europe for the support of our activities during WPHD. 
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Die neuen Leitlinien zur Diagnostik und Therapie der pulmonalen HypertonieIn ihrer 2022 vorgestellten aktualisierten Leitlinie zur Dia-gnostik und Therapie der pulmonalen Hypertonie10 haben die europäischen Kardiologen- und Pulmologen-Gesell-schaften ESC und ERS den Schwellenwert für den Wert, ab dem der pulmonalarterielle Druck als Lungenhochdruck eingestuft wird, von bisher 25mmHg auf 20mmHg gesenkt. Begründet wird dies mit Studiendaten, die einen Anstieg der Mortalität ab einem pulmonalarteriellen Druck von 20mmHg zeigen.11 Gesenkt wurden auch die Schwellenwer-te für den Gefäßwiderstand, anhand derer die Differenzie-rung zwischen prä- und postkapillärer PH vorgenommen wird. Bereits ab zwei Wood Units (WU) wird in der aktuali-sierten Leitlinie von einer präkapillären PH gesprochen. Auch dieser Änderung liegen aktuelle Studiendaten zugrun-de, die zeigen, dass ein pulmonaler Gefäßwiderstand über zwei WU mit erhöhter Mortalität assoziiert ist3 und die Obergrenze des „Normalen“ daher niedriger angesetzt wer-den muss als bisher. 
Mit der neuen Guideline kehrt auch der seit einigen Jahren nicht mehr verwendete Begriff der pulmonalen Hypertonie unter Belastung („Exercise PH“) zurück. Auch in diesem Fall beruht die Änderung auf Studienergebnissen, die zeigen, dass ein unter Belastung zu hoher Druck in der Lungenarte-rie mit reduziertem Überleben assoziiert ist, auch wenn in Ruhe die Diagnosekriterien für eine PH nicht erfüllt werden.4 

Beibehalten wurde die Klassifikation, die den Lungenhoch-druck in fünf Gruppen einteilt: • Pulmonalarterielle Hypertonie• Lungenhochdruck assoziiert mit Erkrankungen des linken Herzens
• Lungenhochdruck assoziiert mit chronischen Lungenerkrankungen
• Pulmonale Hypertonie assoziiert mit Obstruktion der Lungenarterie (CTEPD/CTEPH)• Lungenhochdruck mit unbekanntem oder multifakto riellem Hintergrund

Die PH assoziiert mit Herz- oder Lungenerkrankungen ist die mit Abstand häufigste Form der PH, kann derzeit jedoch nicht mit spezifischen Therapien behandelt werden. Das Management der PH besteht bei den Betroffenen daher im Management der jeweiligen Grunderkrankung. Erstmals gibt es jedoch schwache Empfehlungen für den Einsatz von PH-Medikamenten in Gruppe 3. Bei Patient:innen mit PH assoziiert mit einer interstitiellen Lungenerkrankung (ILD) kann der Einsatz von inhalativem Treprostinil in Erwägung gezogen werden. Auch PDE-5-Inhibitoren können in spezialisierten Zentren bei Patient:innen mit schwerer PH infolge einer ILD versucht werden. 
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· M e d i a  c l i p p i n g s ·

Zum 10. Mal steigt  am 14. 
Juni der Zoolauf im Tier-
garten Schönbrunn.

Hietzing. Mit dem 
schönen Wetter startet 
die Laufsaison – recht-
zeitig, um für den Wie-
ner Zoolauf im Tiergar-
ten Schönbrunn zu trai-
nieren. Am 14. Juni fin-
det der Charity-Lauf 
zum 10. Mal statt. Tier-
gartendirektor Stephan 

Hering-Hagenbeck: 
„Wir freuen uns, dass 
der Zoolauf für viele 
über die Jahre zum Fix-
punkt im Laufkalender 
geworden ist. Geschätzt 
wird die einzigartige 
Möglichkeit, abends 
durch den Zoo zu lau-
fen – mit unserem tieri-
schen Publikum als Mo-
tivation.“ Gestartet 
wird ab 19 Uhr, Anmel-
dung: zoolauf.at  

Sporteln in ganz besonderer Umgebung  

Zum Jubiläums-Zoolauf 
rechtzeitig anmelden

Sport

Spaß
Laufen und 

Tiere schauen.

Wien              extra
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Bei Belastungsdyspnoe an 

Lungenhochdruck denken

Im vergangenen Jahr wurde die neue europäische Leitlinie für das Management der pulmonalen Hypertonie publiziert. 

Welche Auswirkungen diese auf den klinischen Umgang mit der Erkrankung hat, war eines der Themen der von der 

European Respiratory Society veranstalteten ERS Satellites 2023. Im Rahmen des diesjährigen Kongresses des Ameri-

can College of Cardiology wurden erste Phase-III-Daten zu einem neuen, noch nicht zugelassenen PAH-Medikament 

präsentiert. 

Von Reno Barth

 ❙ Grundsätzlich ist jede:r Patient:in mit Dyspnoe – ins-

besondere unter Belastung – verdächtig auf eine pulmo-

nale Hypertonie, so Prof. Dr. Silvia Ulrich von der Univer-

sität Zürich. Am Anfang der PH-Diagnostik stehe daher 

immer die gründliche Anamnese. Dabei sei zu beachten, 

dass der Zustand der Betroffenen in der Situation eines 

ärztlichen Gesprächs leicht falsch eingeschätzt werden 

könne. Personen mit nicht allzu weit fortgeschrittener Er-
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eskrankung in Ruhe sind asymptomatisch, zeigen eine nor-

male Lungenfunktion und normale Blutgase. Nach Symp-

tomen wie Fatigue, reduzierter Belastbarkeit sowie Dys-

pnoe oder Synkopen unter Belastung müsse daher gezielt 

gefragt werden. Ulrich: „Pulmonale Hypertonie bedeutet 

Rechtsherzversagen. Das heißt, bei erhöhtem Bedarf ist es 

den Betroffenen nicht möglich, ihren kardialen Output zu 

erhöhen. Gleichzeitig sind beispielsweise Stauungszei-

European Respiratory Society (ERS) Satellites I, American College of Cardiology (ACC)
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IgA-Mangel provoziert COPD

Der lehrreiche Fall, Deutsche Gesellschaft für Pneumologie und Beatmungsmedizin (DGP) I

Jeder dritte Mensch mit IgA-Mangel leidet von klein auf unter wiederkehrenden Infekten, insbesondere der Atemwege. 

Bleibt das Defizit unerkannt und werden die Infektionen zu selten antibiotisch behandelt, kann sich langfristig eine 

COPD entwickeln.  

Von Stefanie Menzel

❙❙ Ein 50 Jahre alter Patient wurde vor vielen Jahren im Asthma- und  Al lergiezentrum Leverkusen bei Dr. Norbert Mülleneisen vorstellig. Er klagte über Dyspnoe bei hoher Luft-feuchtigkeit und Wetterumschwün-gen sowie Husten mit weißlichem Auswurf. Die Frage nach anfallsarti-gen oder nächtlichen Beschwerden verneinte er genauso wie die nach Thoraxschmerzen und Bluthusten. Der Mann berichtete, dass er als Elek-troinstallateur hin und wieder löten müsse, sonstigen Dämpfen, Stäuben oder Gasen aber nie ausgesetzt war. Als Kind litt er immer wieder unter Mittelohrentzündungen, die Adenoi-den hatte man bei ihm entfernt. Atem-not kannte der Patient schon seit der Kindheit. Dank diverser „Heilverfah-ren“ hatte sie sich aber lange Zeit nicht verschlimmert. Die allergologi-sche Anamnese war weitgehend leer. In der Familienanamnese fand sich eine chronische Bronchitis. „Vom Typus her hatte ich einen begin-nenden Pink Puffer vor mir“, sagte Mülleneisen. Der schlanke Mann war in reduziertem Allgemeinzustand. Die klinische Untersuchung ergab leicht erhöhte Atemfrequenz, Brum-men, grobblasige Rasselgeräusche, hypersonoren Kopfschall und tief ste-hende Lungengrenzen. 

Die Raucheranamnese  war fast leer
Die Lungenfunktionsprüfung offen-barte eine mittelschwere Obstruktion mit nur geringer Teilreversibilität. Al-les sprach für eine COPD mit Emphy-sem. Geraucht hatte der Patient aller-dings nur wenig, großzügig gerechnet kam er auf insgesamt maximal drei Packungsjahre. 

Im Röntgenbild waren die Nasenne-benhöhlen frei, das Standardlabor so-wie ein Prick-Test unauffällig. Die CT ergab ein kranial betontes, eher zen-trilobuläreas Emphysem, Zeichen ei-

bleibt dies bei mehr als der Hälfte der Betroffenen folgenlos, da in den Schleimhäuten IgM die Aufgaben übernimmt. Etwa 30 Prozent entwi-ckeln rezidivierende Infektionen, vor allem Sinusitiden, Bronchitiden oder Pneumonien. Auch Autoimmuner-krankungen, Allergien und gastroin-testinale Probleme sind mit einem IgA-Mangel assoziiert.

IgA in Serum und Speichel  bestimmen
„IgA-Mangel ist der mit Abstand häu-figste Immundefekt und wir überse-hen ihn häufig“, warnte Mülleneisen. Er empfahl: „Bestimmen Sie die IgA-Konzentration im Serum und zur Si-cherheit auch im Speichel. Und das möglichst mehrfach.“ Bei einem se-lektiven Mangel ist der Antikörper nicht nachweisbar oder stark ernied-rigt (<0,3g/l). Weitere Immundefekte können komorbid vorhanden sein und müssen ausgeschlossen werden.Eine ursächliche Behandlung des IgA-Mangels gibt es nicht. Beschwer-defreie oder -arme Patient:innen be-nötigen in der Regel keine Therapie. Häufen sich jedoch die Infekte, sollte das Antibiotikarezept nach Aussage von Mülleneisen „lockerer sitzen“. Dies bedeute jedoch nicht, dass jeder sofort ein Antibiotikum brauche. „Aber Sie müssen eher dran denken.“ Keinesfalls sollte man zur Therapie i.v. Immunglobuline verabreichen, da diese schwere allergische Reaktionen hervorrufen können (siehe Kasten).Zurück zum eingangs beschriebenen Patienten: Seitdem die Diagnose IgA-Mangel vorliegt und er von Müllen-eisen bei einer Infektion eher einmal ein Antibiotikum verordnet be-kommt, ist seine Lungenfunktion auf niedrigem Niveau stabil.  ❙

Kongress der Deutschen Gesellschaft für Pneumologie und Beatmungsmedizin (DGP), Düsseldorf, 29.3.–1.4.23

nes pulmonal arteriellen Hochdrucks, beidseitige Pleurakuppenschwielen, Hiluskalk rechts. Bronchoskopisch konnte eine chronische Bronchitis be-stätigt werden, säurefeste Stäbchen fanden sich nicht. Histologisch ergab sich eine deutlich aktive, unspezifi-sche Bronchitis mit Eosinophilie.

Mülleneisen behandelte den Patien-ten fünf Jahre lang unter der Diagnose COPD. Eine anhaltende Besserung blieb allerdings trotz Reha aus. Der FEV1 sank auf 24–37 Prozent ab. Den entscheidenden Hinweis auf die tat-sächliche Ursache der Symptomatik erhielt Mülleneisen am Rande eines Kongresses. Jemand erwähnte, dass Patient:innen mit Immundefekt über rezidivierende Infektionen eine COPD entwickeln können. Daraufhin be-stimmte er bei seinem Patienten die Immunglobuline. Das Gesamt-IgA lag bei <0,22g/l: ein IgA-Mangel! Immunglobulin A (IgA) wird von der Mukosa im Bereich des Atem-, Ver-dauungs- und Urogenitaltrakts und der Augen sowie von speziellen Drü-sen rund um die Brustwarzen von Müttern sezerniert. Lokal schützt es vor Pathogenen. Fehlen eine oder beide Subklassen (IgA1 und IgA2), 

Keine Immunglobuline bei IgA-MangelIntravenös gegebene Immunglobuline (IVIG) enthalten 
u.a. IgA. Diese provozieren bei Patient:innen mit IgA-
Mangel eine heftige Abwehrreaktion, da der Körper IgA 
als fremd erachtet. Auch im Rahmen einer Bluttransfusi-
on kann es zu allergischen Reaktionen kommen, weshalb 
Patient:innen einen Notfallausweis bei sich tragen sollten.

Mülleneisen: „IgA-Mangel ist der mit Abstand häufigste Immundefekt und wir übersehen ihn häufig.“
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belegen die Wirksamkeit und liefern sogar Hinweise auf einen erfolgreichen Eingriff in das PAH-typische Remodeling der pulmonalen Gefäße.

In dieser multizentrischen, doppelblinden Phase-III-Studie waren Erwachsene mit PAH (WHO-Funktionsklasse II oder III) eingeschlossen, die eine stabile 
Hintergrundtherapie erhielten. Sie wurden nach dem Zufallsprinzip im Verhältnis 1:1 randomisiert und erhielten alle drei 
Wochen subkutanes Sotatercept 
(Anfangsdosis 0,3 mg/kg KG; Zieldosis 0,7 mg/kg KG; n = 163) oder Placebo (n = 160). 

Der primäre Endpunkt war die 
Veränderung der 6-Minuten-Gehstrecke im Vergleich zum Ausgangswert in Woche 24. Neun sekundäre Endpunkte, die hierarchisch in der folgenden Reihenfolge getestet wurden, waren Multikompo-nenten- Verbesserungen, die Veränderung des pulmonalen Gefäßwiderstands, die Veränderung des NT-proBNP, die 

Verbesserung der WHO-Funktionsklasse, die Zeit bis zum Tod oder zur 
Verschlechterung des klinischen 
Zustands, der French-Risk-Score und die Veränderungen im PAH-SYMPACT-Score für körperliche Auswirkungen, 
kardiopulmonale Symptome und 
kognitive/emotionale Auswirkungen.

Die mediane Veränderung der 6-Minuten-Gehstrecke gegenüber dem Ausgangswert in Woche 24 betrug 34,4 m in der 
Sotatercept-Gruppe und 1,0 m in der Placebogruppe. Die ersten acht 
sekundären Endpunkte wurden durch Sotatercept im Vergleich zu Placebo signifikant verbessert, der PAH-
SYMPACT-Score für die kognitiven/emotionalen Auswirkungen hingegen nicht. Zu den unerwünschten Ereignissen, die unter Sotatercept häufiger auftraten als unter Placebo, gehörten Epistaxis, Schwindel, Teleangiektasien, erhöhte Hämoglobinwerte, Thrombozytopenie und erhöhter Blutdruck.

Hoeper MM et al.: Phase 3 trial of sotatercept for treat-ment of pulmonary arterial hypertension. N Engl J Med 2023; 388: 1478-90

Behandlungsstrategie für 
Rifampin-empfängliche 
Tuberkulose
Die Tuberkulose wird in der Regel mit einem 6-monatigen Rifampin-Schema behandelt. Es ist unklar, ob eine kürzere 
Erstbehandlung zu ähnlichen Ergebnissen führen kann. Dies wurde nun untersucht. 

In einer adaptiven, offenen Phase-II–III-Nichtunterlegenheitsstudie wurden 670 Teilnehmer mit Rifampin-empfänglicher Lungentuberkulose nach dem Zufalls-prinzip entweder der Standardbehandlung (Rifampin und Isoniazid für 24 Wochen mit Pyrazinamid und Ethambutol für die ersten 8 Wochen) oder einer von vier alternativen Therapiestrategiegruppen zugeteilt. Diese bestand aus einer 
8-wöchigen Anfangsbehandlung inkl. einer verlängerten Behandlung bei 
persistierender klinischer Erkrankung, eines Monitorings nach der Behandlung und einer erneuten Behandlung bei 
Rückfällen. In den vier Strategiegruppen erhielten die Teilnehmer unterschiedliche 8-wöchige Anfangsbehandlungen. Die Nichtunterlegenheit wurde allerdings nur für zwei Gruppen mit vollständiger 

Teilnehmereinschreibung ausgewertet. Die Teilnehmer dieser beiden Gruppen 
erhielten entweder eine hohe Dosis 
Rifampin mit Linezolid oder Bedaquilin mit Linezolid – jeweils in Kombination mit Isoniazid, Pyrazinamid und Ethambutol. 

Der primäre Endpunkt war eine 
Kombination aus Tod, laufender 
Behandlung oder aktiver Erkrankung in Woche 96. Die Nichtunterlegenheitsmarge betrug 12 Prozentpunkte. 

Ein Ereignis mit primärem Ausgang trat bei 3,9 % der Teilnehmer in der Standard-behandlungsgruppe auf, verglichen mit 11,4 % in der Strategiegruppe mit einem anfänglichen Rifampin-Linezolid-Schema (Nichtunterlegenheit nicht erfüllt) und 5,8 % in der Strategiegruppe mit einem anfänglichen Bedaquilin-Linezolid-
Schema (Nichtunterlegenheit erfüllt). Die mittlere Gesamtbehandlungsdauer betrug 180 Tage in der Standardbehandlungs-gruppe, 106 Tage in der Rifampin-

Linezolid-Strategie gruppe und 85 Tage in der Bedaquilin-Linezolid-Strategiegruppe. Die Häufigkeit von unerwünschten 
Ereignissen des Grades 3 oder 4 und von schwerwiegenden unerwünschten 
Ereignissen war in den drei Gruppen ähnlich. 

Die Erstbehandlung mit einem 8-wöchi-gen Bedaquilin-Linezolid-Schema war im Hinblick auf die klinischen Ergebnisse der Standardbehandlung der Tuberkulose nicht unterlegen und zeichnete sich durch eine kürzere Behandlungsdauer bei 
gleichzeitig keinen offensichtlichen 
Sicherheitsbedenken aus. 

Paton NI et al.: Treatment strategy for rifampin-suscep-tible tuberculosis. N Engl J Med 2023; 388: 873-87

Neues zur CFTR-Funktion
Der „cystic fibrosis transmembrane conductance regulator“ (CFTR) ist ein Anionenkanal, der die Salz- und Flüssigkeitshomöostase in Epithel-membranen reguliert. Veränderungen im CFTR führen zur zystischen Fibrose. Nun gibt es Neuigkeiten zu den elektro-physiologischen Eigenschaften des CFTR. 

In dieser Studie wurden funktionelle Ensemble-Messungen mit Einzel - 
molekül-Fluoreszenz-Resonanz-
energietransfer, Untersuchungen zur Elektrophysiologie und kinetische 
Simulationen kombiniert, um zu zeigen, dass die beiden Nukleotid-bindenden Domänen (NBD) des menschlichen  CFTR dimerisieren, bevor sich der 

Anionenkanal öffnet. 

CFTR weist einen allosterischen   
Gating-Mechanismus auf, bei dem 
Konforma tions änderungen innerhalb  des NBD-dimerisierten Kanals, die  durch ATP-Hydrolyse gesteuert werden, die Chlorid-Leitfähigkeit regulieren.  Die Potenzierer Ivacaftor und GLPG1837 steigern dabei die Kanalaktivität, indem sie die Porenöffnung erhöhen, während die NBD dimerisiert sind. Krankheits-verursachende Gensubstitu tionen 

proximal (G551D) oder distal (L927P)  
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zur ATPase-Stelle verringern die Effizienz 

der NBD-Dimerisierung. 

Durch den direkten Vergleich der Kinetik 

der NBD-Isomerisierung und des Kanal-

Gatings konnte gezeigt werden, dass 

NBD-Dimerisierung und 

Ionenpermeation nicht streng gekoppelt 

sind, sondern stattdessen durch 

allosterische Kontrollmechanismen 

verknüpft sind. Diese Erkenntnisse 

können dabei helfen, die Regulation des 

CFTR-Gating-Mechanismus, der 

möglicherweise für die individuellen CF-

Allelvariationen spezifisch ist, weiter zu 

identifizieren und für therapeutische 

Zwecke zu nutzen.

Levring J et al.: CFTR function, pathology and phar-

macology at single-molecule resolution. Nature 2023; 

616: 606-14 

Medikamentengabe im Innenohr

Auch wenn Schwerhörigkeit die häufigste 

sensorische Störung des Menschen ist, sind 

kaum Medikamente zur Behandlung von 

Innenohrpathologien zugelassen. Um die 

Medikamentenverteilung im Innenohr 

besser zu verstehen, wurde diese nun im 

Großtiermodell Schwein untersucht. 

Im Rahmen der Studie wurden die 

Innenohren von Ferkeln als potenzielles 

repräsentatives Modell für das 

menschliche Innenohr analysiert und ein 

chirurgischer Ansatz für die 

intracochleäre Medikamentenapplikation 

und die anschließende apikale 

Probenentnahme entwickelt. 

Fluorescein-Isothiocyanat-Dextran 

(FITC-d) wurde kontrolliert intracochleär 

verabreicht, nachdem ein neuartiger, 

klinisch anwendbarer Cochlea-Katheter 

durch die runde Fenstermembran 

eingeführt worden war. Zwei, sechs und 

24 Stunden nach einer einmaligen 

Injektion mit diesem Gerät wurde die 

intracochleäre FITC-d-Verteilung in 

aufeinander folgenden Perilymphproben 

bestimmt. Die f luorometrisch ermittelten 

Konzentrationen zwei Stunden nach der 

Injektion wurden mit dem FITC-d-Gehalt 

in Kontrollgruppen verglichen, bei denen 

entweder mit einer einfachen Nadel-

punktion durch die runde Fenster-

membran oder mit dem Cochlea-Katheter 

in Kombination mit einem Stapes-Vent-

Loch injiziert worden war. 

Die Ergebnisse zeigen nicht nur deutlich 

erhöhte apikale FITC-d-Konzentrationen 

bei Verwendung des Cochlea-Katheters, 

sondern auch höhere Gesamtkonzen-

trationen in allen Perilymphproben. 

Außerdem nahm die Konzentration nach 

sechs und 24 Stunden ab und zeigte eine 

homogenere Verteilung im Vergleich zu 

kürzeren Beobachtungszeiten.

Yldiz E et al.: Investigation of inner ear drug delivery 

with a cochlear catheter in piglets as a representative 

model for human cochlear pharmacokinetics. Front 

Pharmacol 2023; 14: 1062379 
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Verdacht auf pulmonale Hypertonie 

und/oder 

nicht erklärbare Dyspnoesymptomatik 

Verdacht auf: 

Herzerkrankung 

Kardiologe 

(Echokardiographie, EKG, 

Spiroergometrie etc.) 

Lungenerkrankung 

Pneumologe 

(LuFu, BGA, Rö-Thorax, Cr, 

Spiroergometrie etc.) 

Intermediäre/hohe Wahrscheinlichkeit für PH 

PH-Zentrum 

Detaillierte Differenzialdiagnostik 

(Rechts-/Linksherzkatheter, CTEPH-

Diagnostik, Risikostratifikation etc.) 

Fast-track-

Zuweisung* 

- 1 
i 1. Verdacht 

r, 2. Detektion 

Hausarzt 

Basisdiagnostik 

(Anamnese, körperliche Untersuchung 

EKG, Labor/NT-proBNP, 02-Sättigung) 

Diagnostisches Vorgehen bei Verdacht auf pulmonale Hypertonie (PH) und/oder 

anderweitig nicht erklärbare Dyspnoesymptomatik (Asterisk: bei Warn hinweisen/ 

Rechtsherzinsuffizienz und/oder Verdacht auf pulmonalarterielle Hypertonie [PAH] 

oder chronisch thromboembolische PH [CTEPH]; NT-proBNP „N-terminal pro-brain 

natriuretic peptide", LuFu Lungenfunktionsprüfung, BGA Blutgasanalyse, 

Rö Röntgen, CT Computertomografie. Mod. n. Humbert Met al. 2022 

Die neuen Leitlinien zur pulmonaten Hypertonie 

reaser. Die aktualisierten 

Leitlinien zur pulmonalen 

Hypertonie der European 

Society of Cardiology und 

Jer European Respiratory 

Society brachten 

zahlreiche Neuerungen. 

Ion Stephan Rosenkranz 

nnerhalb der vergangenen sieben 

ahre haben sich wichtige neue Er-

cenntnisse im Hinblick auf die Be-

landlung und die Risikostratifikati-

m der pulmonal arteriellen Hyper-

onie (PAH), aber auch bei anderen 

'ormen des Lungenhochdrucks - 

etwa bei Linksherz- oder Lungen-

erkrankungen - sowie der chronisch 

hrombo-embolischen pulmonalen 

-Iypertonie (CTEPH) ergeben. 

geben den Neuerungen bezüglich 

lieser konkreten pulmonalen 

lypertonie (PH-)-Formen bieten die 

ieuen Leitlinien weitere wichtige 

Teränderungen im Hinblick auf die  

hämodynamischen Definitionen der 

PH sowie aktualisierter Diagnostik-

und Therapiealgorithmen. 

Anm. Red.: Im Originalartikel 

werden die wichtigsten Änderungen 

mit dem Schwerpunkt auf PAH und 

CTEPH dargestellt. 

Definition und Klassifikation 

Die hämodynamische Definition der 

PH wurde angepasst. So ist dieser 

hämodynamische Zustand nun über 

einen invasiv per Rechtsherzkatheter 

gemessenen pulmonalarteriellen 

Mitteldruck (mPAP) von mehr als 

20 mm Hg definiert. Somit wurde 

der Schwellenwert im Vergleich zu 

den letzten Leitlinien (≥. 25 mmHg) 

um 5 mmHg gesenkt. 

Der Grenzwert des pulmonal-

arteriellen Wedge-Drucks (PAWP) 

zur Unterscheidung zwischen prä-

und postkapillärer PH wurde bei 

15 mmHg belassen. Jedoch wurde 

im Hinblick auf den pulmonal-vas-

lculären Widerstand (PVR) auch der 

Schwellenwert zur Definition einer 

präkapillären Komponente bei PH 

gesenkt (von ≥ 3 Wood-Einheiten 

[WE] auf > 2 WE). 

Zudem beträgt der Normwert für 

den PAPm 14 ± 3 mmHg, sodass 

auch die obere Normgrenze (definiert 

als Mittelwert + 2 x SD [„standard 

deviation"]) bei 20 mmHg zu sehen 

ist. Schließlich bietet die aktualisierte 

Leitlinie auch eine neue Definition 

für eine Belastungs-PH, welche 

jedoch nicht über den PAPm allein, 

sondern über das Verhältnis von 

PAPm zu Herzzeitvolumen (HZV) 

unter Belastung definiert ist ... mai 

Hier geht es weiter 

Autor: Prof. Dr. Stephan Rosenkranz, 

Herzzentrum, Universität zu Köln 

Beitrag: Herz 48, 23-30 (2023). 

https://doi.org/10.1007/s00059-

022-05155-1 
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Das drei- und vierstufiges Risikomodell 3 - stufiges Risikomodell 

(G) 

1 NIEDRIGES RISIKO 2. INIERMEDIARES RISIKO 

4 —  stufiges Risikomodell 
3. HOHES RISIKO 

C:n 
1. NIEDRIGES RISIKO 2. INTERMEDIÄR — NIEDRIG 

n.15. RISIKO 
zB: PDE5i + ERA + parenterales Prostazykl in 

Update zur PAH Risikostratifizierung.  Die Aktuali-
sierung der ESC-/ERS-Leitlinien 
2022 beinhalten ein differenziertes 
Risikoassessment und eine bessere 
Therapiesteuerung durch ein neues 
vierstufiges Risikomodell. Die Pulinonale Hypertonie ist 

keine eigenständige Erkrankung, 
sondern es handelt sich um eine 
heterogene Gruppe von Erkrankun-
gen, die durch eine pathologische 
Hämodynamik in der pulmonalen 
Strombahn definiert ist. Der bis-
herige Grenzwert des pulmonal 
arteriellen Mitteldrucks (mPAP) von 
≥ 25 mmHg wurde aktuell auf 
> 20 mmHg zur Diagnose einer PH 
abgesenkt. Für die präkapillären 
Formen wurde der Grenzwert des 
pulmonal vaslculären Widerstands 
von bisher > 3 Wood-Einheiten (WE) 
auf > 2WE verringert. Die pulmonal-arterielle Hyperto-

nie (PAH) ist gekennzeichnet durch 
einen progressiven chronisch-proli-
ferativen Umbau der peripheren 
Lungengefäße mit resultierendem 
Anstieg des pulmonal-arteriellen 
Widerstandes. Als Folge dessen 
kommt es im weiteren Verlauf zu 
einer Rechtsherzinsuffizienz mit 
erhöhter Mortalität. Die Risikostratifizierung spielt 

eine essenzielle Rolle in der 
Therapie von Patient:innen mit 
pulmonal-arterieller Hypertonie 
(PAH): In der Vorversion der Euro-

© aus Humbert M et at. Eur RespirJ. 2022 päischen Leitlinien zur Diagnostik 
und Therapie der pulmonalen 
Hypertonie aus 2015' wurde ein 
dreistufiges Risikomodell vorge-
schlagen, in dem das Mortalitäts-
risiko als niedrig, intermediär oder 
hoch klassifiziert wird. Hier geht 
es vor allem um die Identifizierung 
von Patient:innen mit einem 
hohen Risiko, bei denen eine initiale 
Dreifach-Therapie unter Ein-
schluss parenteraler Prostanoide 
(„Upfront TRIPLE-Therapie") erwo-
gen werden sollte. Als wichtigstes 
Therapieziel soll durch eine ziel-
gerichtete vasoaktive Therapie ein 
niedriges Risiko erreicht und auf-
rechterhalten werden. Wenn dieses 
Ziel nicht erreicht wird, soll mit 
einer Therapieeskalation gestartet 
werden. Im dreistufigen Modell 
wurden nach den entsprechenden  

Kriterien für die Risikostratifizierung 
die meisten Patient:innen in die 
intermediäre Risikokategorie einge-
ordnet und verblieben häufig wegen 
der breiten Spanne der Kriterien 
auch nach Therapiebeginn in dieser 
Kategorie.' 

Auch zeigte sich, dass Patient: 
innen mit hohem Baselinerisiko im 
Follow-up selten ein niedriges Risiko 
erreichten. Zum effektiveren Einsatz 
der bestehenden Therapieoptionen 
ist eine differenzierte Risikostratifi-
zierung notwendig, um für die PAH-
Patient:innen einen verbesserten 
Therapieerfolg zu erzielen. Das neue 
vierstufige Modell liefert eine diffe-
renzierte Risikoeinordnung und 
Mortalitätsvorhersage: Nach initia-
ler Therapieeinleitung soll für alle 
PAH-Patient:innen eine zeitnahe 
Reevaluierung erfolgen. Hier hatte  

sich gezeigt, dass unter Therapie 
etwa 70 % der Patient:innen in der 
intermediären Risikogruppe verblei-
ben, sodass - basierend auf Daten 
des COMPERA-Registers' und einer 
externen Cross-Validierung durch 
das FPHN (French Pulmonary 
Hypertension Network)-Register' - 
eine Untergliederung in niedriges 
- intermediär-niedriges - inter-
mediär-hohes - hohes Risiko vor-
genommen wurde (4-Strata). Die 
aktuellen ESC-/ERS-Leitlinien 20224 
empfehlen für die frühe Reevaluie-
rung und die Entscheidung über das 
weitere therapeutische Vorgehen 
den Einsatz dieses vierstufigen 
Risikomodells unter Verwendung 
der drei Kriterien (funktionelle 
Klasse nach WHO, 6-Minuten-Geh-
strecke und BNP oder NT-proBNP). 

Patient:innen mit intermediär-
hohem oder hohem Risiko sollten 
aufgrund des hohen Mortalitäts-
risikos einer subkutanen oder 
intravenösen Prostanoidtherapie 
zugeführt werden (lla-C). Die 
Evaluierung mithilfe des vierstufigen 
Risikomodells aus den Daten des 
COMPERA-Registers' zeigt, dass 
diese bessere Differenzierung auch 
prognostisch und damit klinisch 
valide ist. 

Tadalafil AOP - Ambrisentan AOP - 
TRISUVAI' (Treprostinit): Gezielte 
medikamentöse PAH-Therapie - 

verlässlich vom österreichischer 
Anbieter 

Nach den aktuellen Empfehlun 
gen der beiden Fachgesellschafter 
aus 2022 soll bei PAH-Patient:inner 
mit intermediär-hohem und ho 
hem Risiko initial bereits mit eine 
dreifachen Kombination in der Rege 
aus einem PDE5-Inhibitor (PDE5i 
mit einem Endothelin-Rezeptor-An 
tagonisten (ERA) inldusive eines par 
enteralen Prostazyklinanalogons be 
gonnen werden. um 

Referenzen: 1. Gatiä N et al. 2015 ESC/ERS Guidelines for 

the diagnosis and treatment of pulmonary 

hypertension. Eur Respir J. 2015; 46:903-75 

2. HoeperMM et al. COMPERA 2.0: a refined 

four-stratum risk assess-ment model for 
pulmonary aderla'. hypertension. 
Eur RespirJ. 2022;60(1):2102311 

3. Boucty A et al. (2022) External validation 

of a refined four-stratum risk assessment 
score from the French pulmonary 
hypertension registry. Eur RespirJ59(6):2102419 4. Humbert M et al. 2022 ESC/ERS Guidennes 

for the diagnosis and treatment of pulmonary 

hypertension. Eur RespirJ. 2022; 
https://doi.org/10.1183/13993003.00879-

2022 

Weitere Informationen: Dr. med. Hugo Leodolter Head of Medical Affairs Österreich 
hugo.leodolter@aop-health.com AOP Orphan Pharmaceuticals GmbH 

www.aop-health.com 
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Am 14. Juni feiert der 

Zoolauf im Tiergarten 

Schönbrunn sein 10-jäh-

riges Jubiläum! Gestartet 

wird ab 19.00 Uhr, wenn 

der Tiergarten für die 

Besucherinnen und Besu-

cher bereits geschlossen 

hat. 

Die sechs Kilometer lange 

Strecke führt vorbei an 

Elefanten, Pinguinen und 

dem historischen Kaiser-

pavillon. Die Laufstrecke 
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Austria, einer Initiative 

zur Heilung der tödlichen 

Krankheit Lungenhoch-

druck. 

Eine seltene Krankheit 

und seltene Tiere sollen 

mit dem Charitylauf 

unterstützt werden. Der 

Reinerlös des Wiener 

Zoolaufs kommt jedes 

Jahr zu gleichen Teilen 

dem Tiergarten Schön-

brunn und den Lungen-

kindern zugute.
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Beim Zoolauf geht es durch den 

Tiergarten Schönbrunn
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Besser Leben mit dem ORF
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PULMONAL-ARTERIELLE HYPERTONIE

KONGRESS

Neue PAH-Therapie mit alternativem Wirkmechanismus
Mit Sotatercept befi ndet sich ein Medikament für die pulmonal-arterielle Hypertonie (PAH) in weit fortgeschrittener klinischer Entwicklung. Die Ergebnisse der ersten abgeschlossenen Phase-III-Studie belegen die Wirksamkeit und liefern sogar Hinweise auf einen erfolgreichen Eingri�  in das PAH-typische Remodeling der pulmonalen Gefäße. 

D ie PAH ist eine progrediente Erkran-kung, die wesentlich durch ein Remo-deling in den pulmonalen Gefäßen ange-trieben wird, das zu einer Verdickung und Versteifung der Gefäßwände mit resultie-render Verkleinerung des Lumens führt. Dahinter steht eine Dysbalance zwischen proliferativen und antiproliferativen Me-chanismen, so Dr. Marius Hoeper von der Universität Hannover. 
Die in der Behandlung der PAH einge-setzten Medikamente basieren auf jeweils einem von drei pathophysiologisch rele-vanten Pathways: dem NO(Stickoxid)-Path way, dem Endothelin-Pathway und dem Prostazyklin-Pathway.1 Mit Sotater-cept befindet sich nun eine Substanz mit einem von den anderen deutlich abwei-chenden Wirkmechanismus in weit fortge-schrittener klinischer Entwicklung. Sota-tercept soll durch Inhibition von Activin in das Remodeling eingreifen und die Balan-ce zwischen proliferativen und antiprolife-rativen Pathways wiederherstellen. Durch diesen Eingriff in das Remodeling bestehe theoretisch sogar die Chance, nicht nur den Verlauf der Erkrankung zu verlangsa-men, sondern vielleicht sogar ein Reverse-Remodeling zu erreichen. Daten aus dem Tiermodell, die zeigen, dass Zellen in den verdickten Gefäßwänden unter Therapie mit Sotatercept in Apoptose gehen, wecken entsprechende Hoffnungen.2, 3

Hoeper präsentierte im Rahmen des ACC 2023 die Ergebnisse der Phase-III-Studie STELLAR, die Sotatercept in einer Population von 323 Patienten und Patien-tinnen mit PAH untersuchte. Die durch-schnittliche Krankheitsdauer war neun Jahre. Bei Einschluss in die Studie waren 60 % der Population unter maximaler The-rapie mit drei PAH-Medikamenten schwer symptomatisch. Die Patienten erhielten ran-domisiert als Add-on entweder Sotatercept 

oder Placebo und wurden im Median über 7,5 Monate beobachtet. Primärer Endpunkt war die Veränderung der 6-Minuten-Geh-strecke (6MWD) in Woche 24. 

Primärer Endpunkt und acht von neun sekundären Endpunkten erreicht

STELLAR erreichte den primären End-punkt. Bei Patienten aus der Sotatercept-Gruppe verbesserte sich die 6MWD um durchschnittlich 40,8 Meter, während sie unter Placebo um einen Meter abnahm. Der Vorteil war statistisch signifikant und überschritt auch die Schwelle von 33 Me-tern, die als klinisch relevant gilt. Außerdem wurden acht von neun se-kundären Endpunkten erreicht. So verbes-serte sich unter Sotatercept die Funktions-klasse, die NT-proBNP-Spiegel gingen zu-rück und die Lebensqualität verbesserte sich. Auch hinsichtlich der Zeit bis zur klinischen Verschlechterung war Sotater-cept Placebo signifikant überlegen, wobei ein „clinical worsening event“ definiert war durch Tod, Verschlechterung der Be-lastbarkeit oder Hospitalisierung wegen PAH. Während in der Sotatercept-Gruppe neun (5,5 %) Patienten ein solches Ereignis durchmachten, waren es unter Placebo 42 (26,3 %), was einer relativen Risikoreduk-tion von 84 % entspricht. 
Als besonders ermutigend bezeichnet Hoeper die Ergebnisse bezüglich eines ex-ploratorischen Endpunkts. In der Sotater-cept-Gruppe wurde eine im Vergleich zur Placebogruppe um 13,9 mmHg größere Reduktion des pulmonal-arteriellen Blut-drucks erreicht. Dazu Hoeper: „Das ist die eindrucksvollste Reduktion des Drucks in der Pulmonalarterie, die wir bislang bei vorbehandelten Patienten beobachten konnten. Für mich ist das ein starkes Signal 

dafür, dass wir tatsächlich eine gewisse Regression bereits eingetretener Verände-rungen in den pulmonalen Gefäßen errei-chen. Allerdings bleibt das aktuell noch eine Hypothese und muss in weiteren Stu-dien untersucht werden.“ Sotatercept wur-de generell gut vertragen, die häufigsten unerwünschten Wirkungen waren leichte Blutungskomplikationen (Nase, Gaumen) sowie Teleangiektasien. Die langfristige Relevanz dieser Nebenwirkungen muss weiter untersucht werden, so Hoeper. Aktuell laufen zwei Phase-III-Studien mit Sotatercept, eine mit neu diagnostizier-ten PAH-Patienten, die andere mit einer im Vergleich zu STELLAR noch kränkeren Po-pulation. STELLAR wurde zeitgleich mit der Präsentation beim ACC publiziert.4

Fazit

Bei Patienten mit pulmonaler arterieller Hypertonie, mit stabiler Hintergrundthe-rapie, führte Sotatercept zu einer stärkeren Verbesserung der körperlichen Belastbar-keit (6MWD) als Placebo. ◼

Bericht: Reno Barth
◾0107

Quelle: 
ACC 2023, Joint American College of Cardiology/Journal of the American College of Cardiology Late-Breaking Cli-nical Trials, 4. März 2023, New Orleans
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COPD
Referat

Salzburger Thoraxchirurgie Symposium 2023

Interventionelle Pneumologie:  

V entile bei COPD
Endobronchialventile sind eine gut etablierte Therapieoption bei 

einem schweren Lungenemphysem, wenn bei schwerer Obstruktion 

und Überblähung trotz optimaler Standardbehandlung weiter 

relevante Dyspnoe und Leistungslimitierung bestehen.

Die Lungenvolumenreduktion (LVR) bei 

schwerem Emphysem erhöht die Vor-

spannung und die elastischen Rückstell-

kräfte im Lungenparenchym und schwächt 

den exspiratorischen Atemwegskollaps ab. 

Außerdem wird das Zwerchfell angehoben 

und in eine günstigere Ausgangslage für 

die Inspiration gebracht. Dadurch verbes-

sern sich die Lungenfunktion, die Leis-

tungsfähigkeit und die Lebensqualität. 

Minimal invasiv lässt sich eine LVR durch 

die Implantation von Endobronchialventi-

len (EBV) erreichen (Abb. 1). Dabei werden 

alle zuführenden Atemwege zum am 

stärksten emphysematös destruierten Lap-

pen mit EBV verschlossen – mit dem Ziel, 

eine lobäre Atelektase zu induzieren 

(Abb. 2). Voraussetzung für die Effektivität 

der Prozedur ist das Fehlen von interlobä-

rer Kollateralventilation (CV). Unvollstän-

dige interlobäre Fissuren erlauben Luft-

ströme über Parenchymbrücken. Der ven-

tilverschlossene Lappen kann sich so über 

die Hintertür wiederauffüllen, eine Volu-

menreduktion unterbleibt.1

EBV stellen mittlerweile eine gut etab-

lierte Behandlungsform für das schwere 

Lungenemphysem dar, die im GOLD(Global 

Initiative For Chronic Obstructive Lung 

Disease)-Report 2023 mit dem Evidenzle-

vel A bewertet werden. EBV können erwo-

gen werden, wenn bei schwerer Obstruk-

tion und Überblähung trotz optimaler 

Standardtherapie weiter relevante Dys-

pnoe und Leistungslimitierung bestehen 

(Tab. 1). Vor allem der Emphysem-prädo-

minante Phänotyp der COPD ist geeignet. 

Die chronische Bronchitis mit häufigen 

Infektexazerbationen sollte nicht im Vor-

dergrund des klinischen Bildes stehen.1

Behandlungsplanung

Basis für die Behandlungsplanung ist 

ein hochauflösendes CT (HRCT) des Tho-

rax. Visuell und unterstützt durch compu-

terbasierte quantitative Analyse (qCT) 

werden die Emphysemverteilung und die 

Vollständigkeit der interlobären Fissuren 

ermittelt. Ein möglicher Ziellappen für ei-

nen Ventilverschluss zeichnet sich aus 

durch einen hohen Emphysemindex (mög-

lichst > 30 % bei einem Cut off von –950 

Hounsfield-Einheiten), durch eine mög-

lichst hohe Differenz in der Destruktion 

zum Nachbarlappen und durch vollständi-

ge Fissuren. Zusätzlich soll der Ziellappen 

szintigrafisch eine möglichst niedrige Per-

fusion aufweisen. Im HRCT ist außerdem 

auf Nebenbefunde zu achten, die eine Kon-

traindikation für EBV darstellen können. 

Hierzu gehören fibrosierende interstitelle 

Prozesse, klinisch relevante Bronchiekta-

sen, malignitätsverdächtige Rundherde 

sowie eine paraseptal-subpleural betonte 

Emphysemverteilung.1, 2

Die Vorhersage der CV durch die Fissu-

renanalyse ist unvollständig, in vielen Fäl-

len ist zusätzlich eine direkte Messung des 

Phänomens mit einem bronchoskopisch 

geführten Ballonkatheter erforderlich. Die-

ser wird im Ostium des Ziellappens plat-

ziert, in der Messkonsole wird das exha-

lierte Volumen registriert. Dabei erlaubt 

ein Ventil lediglich eine Exspiration. 

Kommt der exspiratorische Fluss langsam 

zum Erliegen, besteht keine CV zwischen 

Ziel- und Nachbarlappen. Findet sich hin-

W. Gesierich, Gauting
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KEYPOINTS

	$ Endobronchialventile (EBV)

stellen eine minimal invasive 

Möglichkeit der Lungenvolu-

menreduktion (LVR) dar.

	$ EBV induzieren eine lobäre 

Atelektase und werden  

im GOLD-Report 2023  

mit dem Evidenzlevel A 

bewertet.

	$ Ein möglicher Ziellappen sollte 

einen hohen Emphysemindex, 

eine möglichst hohe Differenz 

in der Destruktion zum Nach-

barlappen und vollständige 

Fissuren aufweisen.

	$ Als häufigste Komplikation 

der EBV tritt der Pneumotho-

rax bei bis zu einem Drittel  

der Patienten auf.

Abb. 1: Implantierte Endobronchialventile
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Abb. 2: Atelektase des linken Oberlappens nach 

Ventilverschluss
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gegen ein kontinuierlicher, anhaltender Ausstrom, ist CV zu vermuten. Seit Kurzem stellt die Konsole den neu-en Parameter VT20 (Volumen-Trend in den letzten 20 Sekunden) zur Verfügung. Er gibt kontinuierlich an, wie viel Volumen in den letzten 20 Sekunden ausgeströmt ist und glättet die häufig schwankend verlau-fende Messung. Fällt der Parameter unter den Schwellenwert von 6 ml, besteht keine CV. Bleibt er über 6 ml und sind bereits > 1000 ml ausgeströmt bzw. ist eine Mess-zeit von 6 Minuten vergangen, muss der Patient als CV-positiv bewertet werden.3 Für die Kombination der Fissurenanalyse und der bronchoskopischen Messung wird der folgende seitengetrennte Algorithmus vorgeschlagen: Liegt der Ziellappen rechts, so muss der Patient bei einer Vollständigkeit des großen Interlobs < 90 % von einer Ven-tiltherapie ausgeschlossen werden. Diese Situation ist praktisch immer CV-positiv. Ist das Interlob zu > 90 % ausgebildet, soll immer eine bronchoskopische Messung er-folgen. Links besteht ein Ausschlussgrund bei einer Fissurenintegrität < 80 %, zwischen 80 und 95 % soll bronchoskopisch gemes-sen werden. Bei einer Fissur > 95 % können auch ohne bronchoskopische Messung Ven-tile implantiert werden.4In einem Machbarkeitsansatz wurde kürzlich überprüft, ob die CV bei unvoll-ständigen Fissuren durch eine Versiege-lung der interlobären Parenchymbrücken mit Polymerschaum unterbrochen werden 

kann. Dabei wurden im HRCT die zum Fis-surendefekt führenden Segmentbronchien ermittelt. In jedes Segment wurden 10 ml Polymerschaum instilliert. Nach einem Monat wurden EBV implantiert. Dieses Vorgehen zeigte eine vergleichbare Effek-tivität zu einer primären EBV-Therapie bei einer CV-negativen Kontrollgruppe, ohne dass unerwartete Komplikationen auftra-ten. Es ist vielversprechend, aber noch ex-perimentell und in der klinischen Routine nicht verfügbar.5

Mögliche Komplikationen
Häufigste Komplikation der EBV ist der Pneumothorax, der bei bis zu einem Drittel der Patienten auftreten kann. Er entsteht in der Regel durch pleurale Einrisse im Nachbarlappen, der sich ausdehnen und den Hemithorax ausfüllen muss. Risikofak-toren sind ein großes Volumen des Ziellap-pens im Vergleich zum Nachbarlappen, ein homogenes Emphysem mit hohem Emphy-semindex auch im Nachbarlappen und pleurale Adhäsionen, die Volumenverschie-bungen verhindern können. Die große Mehrzahl der Pneumothoraces tritt bereits in den ersten drei Tagen nach EBV-Implan-tation auf.6 Die Patienten sollen daher in diesem Zeitraum stationär überwacht wer-den. Patient und Betreuungspersonen müs-sen über die Möglichkeit des Auftretens von Spät-Pneus unterrichtet werden. Das Behandlungsteam braucht eine hohe Awa-

reness für das Problem und muss über die Kompetenz zur Beherrschung von Pneumo-thoraces verfügen. Ein Pneumothorax nach EBV-Implantation erfordert in der Regel das Legen einer Thoraxdrainage, die meis-ten Ereignisse können damit beherrscht werden. In einigen Fällen gelingt es der Rest-Lunge nicht, den Hemithorax voll-ständig auszufüllen. Dies ist meistens der Hinweis auf eine zu große Volumendiskre-panz und erfordert häufig die Entfernung der Ventile. In Einzelfällen kann in dieser Situation eine VATS zur Lösung von Adhä-sionen und zum Verschluss einer Paren-chymfistel diskutiert werden.7Weitere Komplikationen der EBV-Thera-pie stellen das Auftreten von postinterventi-onellen akuten Exazerbationen und Pneu-monien dar, die in der Regel durch konser-vative Therapie beherrscht werden können. Einzelne Patienten entwickeln durch Shunt-Bildung im atelektatischen Lappen eine Hy-poxie. Außerdem brauchen einige Patienten Re-Bronchoskopien zur Neuplatzierung mi-grierter EBV oder zur Ventilentfernung bei Infeffektivität oder in der Situation des Pneumothorax. Der Anteil dieser Patienten beträgt in einzelnen Studien bis zu 25 %.
Wirksamkeit 

Die Effektivität der EBV-Therapie ist in mehreren großen Studien belegt. Der Ef-fekt kann mehrere Jahre anhalten, er ist aber individuell in unterschiedlicher Ge-schwindigkeit rückläufig bis auf das Aus-gangsniveau mit dann weiterer Erkran-kungsprogression.8 Weitere volumenredu-zierende Maßnahmen sind dann nur in Ausnahmefällen möglich. Diese Tatsache muss bei der Indikationsstellung mit dem Patienten diskutiert werden. Die Option der EBV-Implantation sollte nicht zu früh im Krankheitsverlauf gewählt werden.Neben dem oben geschilderten klassi-schen „therapeutischen Fenster“ gibt es einige Grenzbereiche, in denen eine Aus-weitung der Indikationsstellung erfolgen kann. Dies sollte jeweils auf individueller Basis im Sinne einer Einzelfallentschei-dung mit ausdrücklicher Aufklärung des Patienten geschehen. Die Untergrenzen bezüglich FEV1 und DLCO (jeweils ≥ 20 %) ergeben sich aus der Übertragung von ur-sprünglich in Studien zur chirurgischen Lungenvolumenreduktion (LVRS) festge-legten Ausschlusskriterien. Mehrere Fall-

Schwere Obstruktion
FEV1 50–20 % SollSchwere Überblähung RV > 175 %; RV/TLC > 55 %; TLC > 100 %; VC < 100 %

Optimale konservative Therapie Medikation
Raucherentwöhnung > 4 MonateRehabilitation

Sauerstoff-LangzeittherapieNicht invasive BeatmungSymptomatik
Belastungsdyspnoe mMRC ≥ 2signifikante LeistungslimitierungCOPD-Phänotyp

Emphysemtyp („Pink Puffer“)klinisch stabil (< 3 AE-COPD in 12 Mo.)
FEV1= EinsekundenkapazitätRV = ResidualvolumenTLC = totale LungenkapazitätVC = Vitalkapazität

mMRC = modified Medical Research Council Dyspnea ScaleAE-COPD = akute Exazerbation der COPD
Tab. 1: Therapeutisches Fenster für eine Therapie mit Endobronchialventilen bei schwerem 
 Lungenemphysem
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serien belegen, dass eine EBV-Therapie 

auch unterhalb dieser Schwellenwerte si-

cher und effektiv möglich ist.9 

Ebenso zeigt eine kleine Fallserie, dass 

EBV bei einer geringeren Überblähung 

(RV < 175 % Soll) effektiv sind, wenn ein 

klares Target in der Emphysemverteilung 

vorliegt.10 

Vorgehen bei Hyperkapnie und 

pulmonaler Hypertonie

Auch hyperkapnische Patienten können 

profitieren. Die Verbesserung der Atemme-

chanik durch die Volumenreduktion kann 

eine Hyperkapnie günstig beeinflussen. Es 

sollte sich aber um eine stabile und pH-

kompensierte Hyperkapnie handeln, die 

Indikation zu einer nicht invasiven Beat-

mung muss vorher überprüft werden.11 

Eine begleitende pulmonale Hypertonie ist 

ebenfalls kein zwingender Ausschluss-

grund, auch hier kann die Verbesserung 

der Pathophysiologie zu günstigen hämo-

dynamischen Effekten führen.12 Der 

Schweregrad der pulmonalen Hypertonie 

sollte sorgfältig evaluiert werden. Die ak-

tuellen Leitlinien zur pulmonalen Hyper-

tonie machen eine schwere pulmonale 

Hypertonie bei COPD vor allem an der 

pulmonal-vaskulären Resistance fest mit 

einem Schwellenwert > 5 Wood-Einhei-

ten.13 Oberhalb dieser Schwelle muss si-

cher besonders sorgfältig abgewogen wer-

den. Schließlich stellt auch ein schwerer 

Alpha-1-Antitrypsin-Mangel mit Augmen-

tationstherapie keinen Ausschlussgrund 

für eine EBV-Therapie dar.14

Vergleichende Daten

Aktuell werden Daten zur Vergleichbar-

keit der LVRS und der EBV-Therapie ver-

fügbar. Der prospektiv randomisierte CE-

LEB-Trial zeigt eine vergleichbare Effekti-

vität sowie periinterventionelle Morbidität 

und Mortalität beider Verfahren. Operier-

te Patienten hatten einen längeren Kran-

kenhausaufenthalt, mit EBV versorgte Pa-

tienten brauchten häufiger Re-Interventi-

onen (Thorax-Drainagen und Re-Broncho-

skopien aus den oben genannten Grün-

den).15 Patienten, die gleichermaßen für 

die LVRS sowie für die EBV qualifizieren, 

müssen über diese Alternative informiert 

werden. In vielen Fällen gibt es aber deut-

liche Vorteile der einen oder anderen Me-

thode. Ein Emphysem mit intralobärer 

Heterogenität oder deutlicher Prädomi-

nanz in den Oberfeldern oder paraseptalen 

Regionen ist wahrscheinlich besser für die 

LVRS geeignet. Gebrechliche oder komor-

bide Patienten (z. B. bei pulmonaler Hyper-

tonie) werden wohl besser mit EBV ver-

sorgt. 
◼
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spir J 2022; 2200879 14 Everaerts S et al.: Bronchoscopic 

lung volume reduction in patients with emphysema due to 

alpha-1 antitrypsin deficiency. Respiration 2023; 102: 134-

42 15 Buttery S et al.: CELEB trial: Comparative effective-

ness of lung volume reduction surgery for emphysema 

and bronchoscopic lung volume reduction with valve 

placement: a protocol for a randomised controlled trial. 

BMJ Open 2018; 8: e021368
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Journal Club 

Ob Leitlinienupdates, interessante Forschungsergebnisse oder rezente 

Real-World-Daten: Hier können Sie sich zu kürzlich publizierten Neuigkeiten 

aus den Themengebieten Pneumologie und HNO informieren.

Acinetobacter lwoffii bietet IL-6-

mediierten Schutz vor Asthma

Die frühzeitige Exposition gegenüber 

bestimmten Umweltbakterien, darunter 

Acinetobacter lwoffii (AL), wird mit dem 

Schutz vor chronischen Entzündungs­

krankheiten einschließlich Asthma im 

späteren Leben in Verbindung gebracht. Die 

zugrunde liegenden Mechanismen an der 

Schnittstelle zwischen Immunsystem und 

Mikroben sind jedoch noch weitgehend 

unbekannt. 

Die Auswirkungen einer wiederholten 

intranasalen AL-Exposition auf lokale 

und systemische angeborene 

Immunantworten wurden bei Wildtyp- 

und IL-6-, IL-10- und IL-17-Knock-out-

Mäusen untersucht, die einer durch 

Ovalbumin ausgelösten allergischen 

Atemwegsentzündung ausgesetzt waren. 

Diese Untersuchungen wurden durch 

Mikrobiomanalysen erweitert. Um zu 

prüfen, ob AL-assoziierte Veränderungen 

der Genexpression vorliegen, wurde das 

Bild, das sich aus den Tierdaten ergab, 

durch In-vitro-Experimente zu 

Makrophagen- und T-Zell-Reaktionen 

ergänzt, die Expressions- und 

epigenetische Daten lieferten.

Die wiederholte intranasale Verabreichung 

von AL löste eine proinflammatorische 

Immunantwort aus, die insbesondere 

durch erhöhte IL-6-Konzentrationen 

gekennzeichnet war, und folglich 

induzierte IL-6 die IL-10-Produktion in 

CD4+ T-Zellen. Sowohl IL-6 als auch IL-

10, aber nicht IL-17, waren für den Schutz 

vor Asthma erforderlich. AL hatte einen 

tiefgreifenden Einfluss auf die 

genregulatorische Landschaft von CD4+ 

T-Zellen, der durch rekombinantes IL-6 

weitgehend rekapituliert werden konnte. 

Die Verabreichung von AL führte auch zu 

deutlichen Veränderungen im Mikrobiom 

des Magen-Darm-Trakts, nicht jedoch im 

Mikrobiom der Lunge. Durch den 

Vergleich der Auswirkungen auf die 

Mikrobiota je nach Mausgenotyp und AL-

Behandlungsstatus konnten mikrobielle 

Taxa identifiziert werden, die entweder 

mit Krankheitsschutz oder -aktivität 

assoziiert waren.

Diese Experimente liefern einen 

neuartigen Mechanismus des durch 

Acinetobacter-lwoffii-induzierten 

Asthmaschutzes, der durch die IL-6-

vermittelte epigenetische Aktivierung der 

IL-10-Produktion und die damit 

verbundenen Auswirkungen auf das 

intestinale Mikrobiom funktioniert.

Alhamwe BA et al.: Intranasal administration of 

Acinetobacter lwoffii in a murine model of asthma in-

duces IL-6-mediated protection associated with cecal 

microbiota changes. Allergy 2022; doi: 10.1111/

all.15606

Nasaler SARS-CoV-2-Impfstoff 

erfolgreich getestet

Verfügbare SARS­CoV­2­Impfstoffe sind 

wirksam, induzieren durch ihre 

intramuskuläre Applikation jedoch 

vorrangig systemische Immunität und sind 

weniger effektiv in Bezug auf dauerhafte 

IgA­ und IgG­Reaktionen auf der 

Schleimhaut. Ein Impfstoff, der über die 

Atemwege verabreicht wird und dadurch 

eine robuste lokale Schleimhautimmunität 

erzeugen soll, wurde nun getestet. 

Im Rahmen der Studie wurden die 

Immunantworten und die präklinische 

Wirksamkeit des mRNA-Impfstoffs 

BNT162b2, des Adenovirus-vermittelten 

Spike-Impfstoffs Ad2-spike und des 

intranasal verabreichten 

Impfstoffkandidaten mit abgeschwächten 

Lebendviren sCPD9 in syrischen 

Hamstern miteinander verglichen, wobei 

sowohl homogene als auch heterologe 

Impfschemata verwendet wurden. Die 

vergleichende Wirksamkeit des Impfstoffs 

wurde anhand von Messwerten aus 

Virustitrationen und Einzelzell-RNA-

Sequenzierung bewertet. 

Die Ergebnisse zeigen, dass die intranasale 

sCPD9-Impfung die robusteste Immunität 

auslöste, einschließlich einer schnellen 

Virus-Clearance, einer geringeren 

Gewebeschädigung, einer schnellen 

Differenzierung von Präplasmablasten, 

einer starken systemischen und 

mukosalen humoralen Reaktion und eines 

schnellen Abrufs von Gedächtnis-T-Zellen 

aus dem Lungengewebe nach einer 

Provokation mit heterologem 

SARS-CoV-2. 

Insgesamt zeigen diese Ergebnisse, dass 

abgemilderte Lebendimpfstoffe Vorteile 

gegenüber den derzeit verfügbaren Covid-

19-Impfstoffen bieten.

Nouailles G et al.: Live-attenuated vaccine sCPD9 eli-

cits superior mucosal and systemic immunity to SARS-

CoV-2 variants in hamsters. Nat Microbiol 2023; doi: 

10.1038/s41564-023-01352-8

Phase-III-Studie: Sotatercept bei 

PAH
Mit Sotatercept befindet sich ein 

Medikament für die pulmonal­arterielle 

Hypertonie (PAH) in weit fortgeschrittener 

klinischer Entwicklung. Die Ergebnisse der 

ersten abgeschlossenen Phase­III­Studie 
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chen, wie sie für das Linksherzversagen typisch sind, nicht zu erwarten.“ Es sei daher von entscheidender Bedeutung, Patient:innen mit Verdacht auf PH zu belasten. Dies kön-ne im Rahmen der Anamnese ein ganz einfacher Gehtest oder auch Stiegensteigen sein. 

In der Diagnostik immer an die 
Pathophysiologie denken
Die 2022 publizierte, aktualisierte ESC/ERS-Leitlinie zur Diagnostik und Therapie der pulmonalen Hypertonie1 gibt auf mehreren Schautafeln einen genauen Überblick über Symptome, Zeichen und Untersuchungen, die im Rah-men der Abklärung bedeutsam sein können. Ulrich betont jedoch, dass es vor allem wichtig sei, erstens überhaupt an die Möglichkeit einer PH zu denken und zweitens deren Pathophysiologie im Hinterkopf zu behalten. Daraus er-gibt sich in weiterer Folge das gesamte Spektrum der an-gezeigten Untersuchungen und Tests, wobei dem Herzul-traschall besondere Bedeutung zukommt. Die definitive Diagnose einer PH muss jedoch nach wie vor in einem spezialisierten Zentrum mit dem Rechtsherzkatheter ge-stellt werden. In bestimmten Patientengruppen, wie z.B. bei Sklerodermie oder bei familiärer Häufung von PH-Erkrankungen, ist auch ein Screening asymptomatischer Personen sinnvoll. 

Liegt eine pulmonale Hypertonie vor, muss diese im nächs ten Schritt klassifiziert werden. Dabei betont Ul-rich, dass Lungenhochdruck keineswegs selten ist und rund ein Prozent der Weltbevölkerung betrifft. Ursache dieses Lungenhochdrucks ist allerdings nur in einem Pro-zent der Fälle eine Erkrankung der Lungengefäße – also eine pulmonalarterielle Hypertonie (PAH) oder eine chronisch thrombembolische pulmonale Hypertonie (CTEPH). Diese beiden seltenen Erkrankungen sind For-men von präkapillärer PH und auch die einzigen Formen von PH, für die spezifische Therapien zur Verfügung ste-hen. Am häufigs ten ist hingegen die postkapilläre PH in-folge einer Erkrankung des linken Herzens. Hier besteht die einzige Behandlungsmöglichkeit im Management der Grunderkrankung. Die Unterscheidung zwischen prä- und postkapillärer PH wird mithilfe des pulmonalarteri-ellen Verschlussdruckes sowie des pulmonalen Gefäßwi-derstandes getroffen. 
Um auch eine nur unter Belastung auftretende PH („Exer-cise PH“) identifizieren zu können, müssen die Pati-ent:innen im Rechtsherzkatheter belastet werden. Diese Untersuchung ist schwierig zu interpretieren und neben Sicherheitsbedenken ein weiterer Grund, warum die Di-agnostik einer PH auf spezialisierte Zentren beschränkt bleiben sollte, so Ulrich. 

Die Therapie der PAH orientiert sich am Risikostatus
Die Behandlung eines Lungenhochdrucks soll nach Klas-sifikation und zielorientiert erfolgen. Die neuen Guide-lines sehen eine Reihe allgemeiner Maßnahmen für alle PH-Patient:innen vor und geben spezifische Anweisun-gen zur Behandlung von Betroffenen mit pulmonalen Ge-

fäßerkrankungen. Neu ist dabei eine Klasse-1-Empfeh-lung für Ausdauertraining für Personen mit PAH unter Therapie. Voraussetzung ist eine stabile Erkrankung, das Training soll vorsichtig dosiert und an den aktuellen Zu-stand der Betroffenen angepasst werden. Die neue Emp-fehlung erfolgte auf Basis einer europaweiten, randomi-sierten Studie.2 
Die allgemeinen Empfehlungen umfassen auch psycho-soziale Unterstützung sowie Impfungen, da PAH-Pati-ent:innen im Falle schwerer Infektionen ein stark erhöhtes Mortalitätsrisiko aufweisen. Bei Anzeichen von Flüssig-keitsretention sind Diuretika indiziert. Neu ist auch eine Klasse-1-Empfehlung für den Einsatz von Langzeit-Sauer-stofftherapie für Patient:innen mit PAH und einem Sauer-stoffpartialdruck von weniger als 60mmHg im Blut. In diesem Zusammenhang weist Ulrich auf Studiendaten hin, die eine Reduktion des pulmonalarteriellen Druckes durch Sauerstofftherapie zeigen.3 

Laut einer Metaanalyse konnte dieses Ergebnis mittler-weile von zahlreichen Gruppen bestätigt werden.4 Pati-ent:innen mit PAH profitieren während des Ausdauertrai-nings in besonderem Ausmaß von einer hoch dosierten Sauerstofftherapie.5 Allerdings müsse die Sauerstoffgabe mittels Maske erfolgen, so Ulrich, da es über die Nasen-kanüle nicht gelingt, die erforderliche Sauerstoffmenge  zuzuführen. Eine allfällige Eisenmangelanämie sollte durch Supplementation ausgeglichen werden; ob PAH-Patient:innen mit niedrigen Eisenspiegeln ohne Anämie von zusätzlichem Eisen profitieren, ist unklar. 

Aufgehoben wurde die bislang bestehende Empfehlung für Antikoagulation bei PAH, diese könne allenfalls indi-viduell von Fall zu Fall erwogen werden. Hinter dieser Änderung stehen Registerdaten, die bei Patient:innen mit idiopathischer PAH keinen Vorteil und bei Pa-tient:innen mit Sklerodermie-assoziierter PAH ungünsti-gere Out comes durch die Antikoagulation mit Warfarin zeigen.6

In der Therapie der PAH stehen drei Pathways als poten-zielle Ziele zur Verfügung, nämlich der Endothelin- Path-way, der Stickoxid(NO)-cGMP-Pathway und der Prosta-zyklin-Pathway. Kombinationstherapien stellen die Regel dar, Monotherapien werden allenfalls bei älteren, multi-morbiden Patient:innen empfohlen. 
Pati ent:innen mit PAH sollten grundsätzlich in speziali-sierten Zentren behandelt werden. Die konkrete Thera-pie orientiert sich an einer komplexen Risikostratifi zie-rung, nach der die Patient:innen in die Risikokate gorien „niedrig“, „intermediär“ und „hoch“ eingestuft werden. Das Therapieziel ist der Niedrigrisiko-Status. Ein hohes oder intermediäres Risiko soll nicht akzeptiert werden, da diese mit einer sehr hohen Mortalität von bis zu 20 Prozent innerhalb eines Jahres assoziiert sind. Doch selbst bei niedrigem Risiko soll bereits initial eine orale Kombinationstherapie zum Einsatz kommen. In der Hochrisiko-Gruppe sollte bereits zu Beginn der Therapie ein parenterales Prostanoid Bestandteil der Kombinati-onstherapie sein. 

Die bislang bestehende Empfehlung für Antikoagulation bei PAH wurde aufgehoben.

Lungenhochdruck ist keineswegs 
selten und betrifft rund ein Prozent der Weltbevölkerung.
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Ein engmaschiges Follow-up ist unbedingt indiziert. 

Wird der Niedrigrisiko-Status nicht erreicht, muss die 

Therapie intensiviert werden. Für das Follow-up wird ei-

ne vereinfachte Risikobewertung auf Basis von Sympto-

men, Belastbarkeit und BNP (bzw. NT-proBNP) empfoh-

len. Bei unzureichendem Ansprechen auf die Therapie 

soll bereits früh eine Lungentransplantation angedacht 

werden. 

Aktuell steht, so Ulrich, keine Therapie zur Verfügung, die 

die Proliferation des Lungengefäßendothels, die zu einer 

Verdickung und Versteifung der Gefäßwände mit resultie-

render Verkleinerung des Lumens führt, beeinflusst und 

damit in den zentralen pathophysiologischen Prozess der 

PAH eingreift. 

Neue PAH-Therapie in Phase III erfolgreich

Diese Lücke könnte in naher Zukunft geschlossen werden, 

denn mit Sotatercept befindet sich ein experimentelles 

PAH-Medikament, das beim für die PAH typischen Remo-

deling der pulmonalen Gefäße ansetzt, in weit fortge-

schrittener klinischer Entwicklung. Im Rahmen des dies-

jährigen Kongresses des American College of Cardiology, 

der Anfang März in New Orleans stattfand, wurden erste 

Phase-III-Ergebnisse vorgestellt. Hinter dem Remodeling 

in den Lungengefäßen steht eine Dysbalance zwischen 

proliferativen und antiproliferativen Mechanismen, er-

klärt Dr. Marius Hoeper von der Universität Hannover an-

lässlich der Präsentation der Daten. 

Sotatercept ist ein Fusionsprotein, bestehend aus der ex-

trazellulären Domäne des humanen Aktivinrezeptors Typ 

IIA, fusioniert mit der Fc-Domäne von humanem IgG1. 

Die Wirkung beruht auf einer Inhibition von Activin. So-

tatercept wirkt als Ligandenfalle. Es bindet Liganden des 

Bone Morphogenetic Protein(BMP)-Rezeptortyps II 

(BMPRII) und reduziert dadurch die proproliferative Sig-

nalübertragung durch Aktivine, womit die wachstumsför-

dernde und wachstumshemmende Signalübertragung in 

der glatten Muskulatur der Lungengefäße und den Endo-

thelzellen wieder ins Gleichgewicht gebracht und das Re-

modeling reduziert werden soll. Daten aus dem Tiermo-

dell zeigen, dass Zellen in den verdickten Gefäßwänden 

unter Therapie mit Sotatercept in Apoptose gehen.7,8 Da-

mit bestehe möglicherweise die Chance, mit Sotatercept 

nicht nur eine Verlangsamung der Progression der Erkran-

kung, sondern sogar eine Verbesserung durch „Reverse 

Remodeling“ zu erreichen, so Hoeper.

Die Ergebnisse der Phase-III-Studie STELLAR sind je-

denfalls vielversprechend. Untersucht wurde Sotater-

cept als Add-on zu einer leitliniengerechten Therapie in 

einer Population von 323 Patient:innen mit PAH unter-

schiedlicher Genese (idiopathisch, hereditär oder mit 

einer Bindegewebserkrankung assoziiert). Bei Ein-

schluss in die Studie standen 60 Prozent der im Durch-

schnitt seit neun Jahren erkrankten Personen unter ma-

ximaler Therapie mit drei Medikamenten und waren 

dennoch schwer symptomatisch. Die Patient:innen er-

hielten randomisiert entweder Sotatercept oder Placebo 

und wurden im Median über 7,5 Monate beobachtet. 

Primärer Endpunkt war die Veränderung der 6-Minuten-

Gehstrecke (6MWD) zu Woche 24. 

Gute Wirksamkeit auf praktisch alle 

untersuchten Endpunkte

STELLAR erreichte den primären Endpunkt. In der Verum-

Gruppe lag die Verbesserung der 6MWD bei durchschnitt-

lich 40,8 Metern, während sie unter Placebo um einen Me-

ter abnahm. Damit war die Überlegenheit von Sotatercept 

nicht nur statistisch signifikant, sondern auch klinisch re-

levant, wofür ein Schwellenwert von 33 Metern angenom-

men wird. Weiters wurden in STELLAR acht der insgesamt 

neun sekundären Endpunkte erreicht. Unter Sotatercept 

sanken die NT-proBNP-Spiegel und die Funktionsklasse 

verbesserte sich ebenso wie die Lebensqualität. Klinische 

Verschlechterungen (definiert durch Tod, Verschlechte-

rung der Belastbarkeit oder Hospitalisierung wegen PAH) 

traten in der Sotatercept-Gruppe signifikant später auf. In 

der Sotatercept-Gruppe kam es bei 5,5 Prozent der Pati-

ent:innen zu einem derartigen „clinical worsening event“, 

in der Placebo-Gruppe bei 26,3 Prozent, was einer relativen 

Risikoreduktion von 84 Prozent entspricht. 

Als exploratorischer Endpunkt wurde der Einfluss der Me-

dikation auf den pulmonalarteriellen Blutdruck untersucht. 

Auch dabei erwies sich Sotatercept mit einem Vorteil von 

13,9mmHg als überlegen. Hoeper: „Das ist die eindrucks-

vollste Reduktion des Druckes in der Pulmonalarterie, die 

wir bislang bei vorbehandelten Pati ent:innen beobachten 

konnten. Für mich ist das ein starkes Signal dafür, dass wir 

tatsächlich eine gewisse Regression bereits eingetretener 

Veränderungen in den pulmonalen Gefäßen erreichen. Al-

lerdings bleibt das aktuell noch eine Hypothese und muss 

in weiteren Studien untersucht werden.“ 

Die Verträglichkeit war gut, als häufigste unerwünschte 

Wirkungen wurden eine leichte Tendenz zu Blutungen vor 

allem der Nase und am Gaumen sowie Teleangiektasien 

beobachtet. Ob und wie weit dies langfristig klinisch rele-

vant ist, müssten weitere Studien klären, so Hoeper ab-

schließend. STELLAR wurde zeitgleich mit der Publikati-

on prominent publiziert.9 
❙

1  Humbert M et al., Eur Heart J 2022; 43(38):3618–731

2  Grünig E et al., Eur Heart J 2021; 42(23):2284–95

3  Carta AF et al., Front Med (Lausanne) 2022; 9:791423

4  Schuster M et al., Heart Fail Clin 2023; 19(1S):e1–e11

5  Müller J et al., ERJ Open Res 2023; 9(2):00563–2022

6  Preston IR et al., Circulation 2015; 132(25):2403–11

7  Humbert M et al., N Engl J Med 2021; 384(13):1204–15

8  Yung LM et al., Sci Transl Med 2020; 12(543):eaaz5660

9  Hoeper MM et al., N Engl J Med 2023; online ahead of print

10  Maron BA et al., Circulation 2016; 133(13):1240–48

11  Maron BA et al., Lancet Respir Med 2020; 8(9):873–84

12  Ho JE et al., J Am Coll Cardiol 2020; 75(1):17–26 

„Pulmonary Hypertension/Pulmonary Embolism”, Vorträge im Rahmen 

der European Respiratory Society (ERS) Satellites, virtuell, 2.3.23

„Hot Topics“, Sitzungen im Rahmen des American College of Cardiology 

(ACC), New Orleans, 4.–6.3.23

Aktuell steht keine Therapie zur Verfügung. 

Diese Lücke könnte in naher Zukunft geschlossen 

werden, denn mit Sotatercept befindet sich ein 

experimentelles PAH-Medikament in weit 

fortgeschrittener klinischer Entwicklung.
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National TV1, Day news, 21.04.2023., 18.00

Interview with Prof. Dr. Andris Skride, PHA Latvia President Ieva Plume, lung transplant patient Zane Lazdina.

https://replay.lsm.lv/lv/ieraksts/ltv/291896/verte-jaunakas-metodes-pulmonalas-hipertensijas-arstesana

National news portal LSM.lv – article about pulmonary hypertension 21.04.2023.

Article due to 4th Baltic PH conference
https://www.lsm.lv/raksts/dzive--stils/veseliba/21.04.2023-slimiba-kas-nosmace-konference-spriez-par-

pulmonalas-hipertensijas-arstesanu.a505831/

National online newspaper Neatkariga Rita Avize 09.05.2023. – Article from press realize.

https://neatkariga.nra.lv/veseliba/413514-pulmonalas-hipertensijas-pacientu-vestules-

atklaj-cik-svarigi-slimibu-atklat-

laikus?_gl=1*1hcagbz*_ga*MzQ4Mzk0NDMxLjE2NDEyMTYxMzg.*_ga_LTMBW853YH*MTY

4MzYxNjY0OC4yMS4xLjE2ODM2MTY2NTQuMC4wLjA.

A few Online Newshttps://www.newsfarma.pt/noticias/13116-associa%C3%A7%C3%A3o-portuguesa-de-hipertens%C3%A3o-

pulmonar-alerta-para-a-urg%C3%AAncia-do-diagn%C3%B3stico-precoce.htmlhttps://sicnoticias.pt/especiais/olhar-pela-saude/2023-05-05-Hipertensao-pulmonar-uma-doenca-rara-

incuravel-e-por-vezes-fatal-eaaebc9a

https://www.bairradainformacao.pt/2023/05/05/evento-em-luso-assinala-dia-da-hipertensao-pulmonar-e-

recorda-maria-joao-saraiva/

https://saudebemestar.com.pt/hipertensao-pulmonar-doentes-e-especialistas-alertam-para-a-urgencia-

do-diagnostico-precoce/

P O R T U G A L

S L O V A K I A

https://rr.sapo.pt/noticia/pais/2023/05/05/hipertensao-

pulmonar-uma-doenca-subdiagnosticada-que-se-esconde-

atras-de-outras/330156/

News on the Radio (rádio 

Renascença)

Foto: Mário Cruz/Lusa

https://soundcloud.com/apifarma/ep17-hipertensao-arterial-pulmonar-uma-doenca-sub-

diagnosticada-que-tem-

tratamento?utm_source=clipboard&utm_medium=text&utm_campaign=social_sharing

Podcast Apifarma

TV Shows

• https://www.atlasdasaude.pt/artigos/hipertensao-pulmonar-

maioria-dos-doentes-apresenta-se-nos-centros-de-referencia-

tardiamente

Online interview withDr. Filipa Ferreira Online article withDr. Graça Castro e Laura Fariahttps://viral.sapo.pt/artigos/hipertensao-pulmonar-
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Aerovate 
Therapeutics is 
proud to support 
PHA Europe 
We are committed to developing 
new therapies to improve the lives of 
people living with rare cardiopulmonary 
diseases. We are currently developing 
an investigational therapy to address 
pulmonary arterial hypertension (PAH).

Learn more at www.aerovatetx.com

© 2021 Aerovate Therapeutics. All rights reserved.

Hollie, 37
United Kingdom

Entrepreneur
Living with pulmonary 

arterial hypertension

At Janssen, we understand that pulmonary arterial 
hypertension (PAH) comes with many challenges, and not 
all are physical. 

That’s why we’ve created PH Human – an educational 
programme dedicated to empowering people living with PAH 
to help understand their condition and engage in their care,  
bringing loved ones and caregivers along on their journey. 

Whether you are looking for tools to support productive 
conversations with your healthcare team like our Breathe In, 
Speak Out Conversation Kit, interested in understanding 
the standards of care you should expect to receive through 
our PAH Patient Charter, or you are simply searching for tips 
and tricks to live well with PAH – PH Human has a variety of 
resources and real-life experiences available to empower you 
to play an active role and make informed decisions in your care.

EM-102191  |  June 2022

Find out more on

Janssen Pharmaceutica NV © JP NV 2022.
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Vision • Connection • Innovation
Gossamer Bio was named in symbolism of the gossamer
thread, the connection that binds all relationships in life.

The goal of Gossamer Bio is to improve the lives of patients through
meaningful advances in scientific development and an unwavering commitment

to supporting patient communities across the globe.

Gossamer Bio is proud to support meaningful and engaging
awareness and education programmes that are created and led 

by PAH patient advocacy groups.

Please follow this thread to learn more about us: www.gossamerbio.com @GossamerBio

Copyright © 2021 Merck & Co., Inc., Kenilworth, NJ, USA and its affiliates. All rights reserved.

For 130 years, we have tackled some of the world’s biggest health 

challenges and provided hope in the fight against disease, for 

both people and animals. Today, we continue our commitment to 

be the premier research-intensive biopharmaceutical company 

in pursuit of medical breakthroughs that benefit patients and 

society for today, tomorrow and generations to come.

We are MSD

msd.com
Twitter: @MSDEurope
LinkedIn: MSD Europe
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Needs.
  Science.
    Trust.

AOP Health is the European  
pioneer for integrated  
therapies for rare diseases  
and in critical care.

AOP-HEALTH.COM

Become a part of the clinical trial for people living 
with pulmonary arterial hypertension (PAH)*

For more information on the trial, visit:
www.vipah-prntrials.com

Do you know 
someone with PAH?

CLINICAL TRIAL

*The treatment that Respira is researching in the VIPAH•PRN2B trial is investigational 
and has not yet been approved for doctors to prescribe. The VIPAH•PRN2B trial is 
sponsored by Respira Therapeutics, Inc. 

ClinicalTrials.gov Identifier: NCT04266197; RT234-PAH-CL202

prn2Bvipah

respira_ad_eu.indd   1 27/07/2022   10:28

FOCUS ON  
PERSONALISED  

MEDICINE

For further information visit us at:  
www.orphacare.com

OrphaCare is an international, up-and- 
coming company with a special focus on 
medical devices. The company organizes 
a comprehensive and competent patient 
support as well as distribution. 

In addition, OrphaCare is acting as a manu- 
facturer of a software medical product 
risk class I according to MDR*.
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At OrphaCare,  
we don ’t just  
talk about  
personalised  
medicine,  
WE LIVE IT!
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SMPA is committed to accelerating scientifi c and therapeutic 
breakthroughs on behalf of patients in critical disease areas 
across psychiatry & neurology, oncology, urology, women’s 
health, rare disease, and cell & gene therapies.

Enzyvant is now SMPA!
Learn more by visiting: us.sumitomo-pharma.com

Sumitomo Pharma America, Inc. (SMPA) 
is dedicated to improving the health and 
well-being of people around the world. 

SMPA is committed to accelerating scientifi c and therapeutic 
breakthroughs on behalf of patients in critical disease areas 
across psychiatry & neurology, oncology, urology, women’s 
health, rare disease, and cell & gene therapies.

Enzyvant is now SMPA!
Learn more by visiting: us.sumitomo-pharma.com

Sumitomo Pharma America, Inc. (SMPA) 
is dedicated to improving the health and 
well-being of people around the world. 
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AIMS OF PHA EUROPE

WHAT IS PULMONARY ARTERIAL HYPERTENSION?

TREATMENT OF PULMONARY ARTERIAL HYPERTENSION

THE FUTURE FOR PULMONARY ARTERIAL HYPERTENSION

Pulmonary arterial hypertension causes breathlessness and is a rare, progressive and currently 
incurable lung disorder. PHA EUROPE, European Pulmonary Hypertension Association, was founded in 
2003 and is registered in Vienna, Austria as an international nonprofit organisation. PHA EUROPE is an 
umbrella organization bringing together Pulmonary Hypertension patient associations across Europe. 
The primary objective of PHA EUROPE is to establish a narrow cooperation between the members 
and the European institutions, international organizations, and public institutions worldwide and work 
towards achieving the best possible standards of care for all European pulmonary hypertension patients.

In patients with Pulmonary Arterial Hypertension, characteristic changes occur within the pulmonary 
circulation, which include thickening of the linings and obstruction of the small pulmonary blood vessels. 
They are both structurally and functionally abnormal. In severe cases, up to 80% of these very small 
blood vessels are rendered non-functional. As a result, the pressure in the pulmonary circulation rises 
well above normal, and this places strain on the right side of the heart. This strain can cause the heart to 
enlarge, and the patient may develop heart failure. This is a disease that can affect all ages and is more 
commonly seen in females. Pulmonary arterial hypertension has an estimated prevalence of about 50 per 
million population.

Over the past decade, a number of evolving therapies that either use complex delivery systems such 
as 24-hour intra-venous or subcutaneous drug infusion, drug inhalation and, more recently, oral 
medications, have transformed the outlook for PAH patients. PAH is a condition that can be rapidly 
progressive and needs careful, ongoing expert care and management. The disease can be insidious in 
its onset, with unexplained breathlessness and tiredness as its two main symptoms. If undiagnosed 
and/or inappropriately treated, the average life expectancy for these patients is estimated to be 
around 2-3 years. For those patients who fail to respond to medical therapies, double lung, or in 
some cases, heart and lung transplantation, may be appropriate.

While a cure for this aggressive and life-threatening disease is still some way off, there is much to 
be optimistic about. There are an ever-increasing number of therapies available for the effective 
treatment of pulmonary arterial hypertension, which improve the quality and length of life. The 
aim for the present should be to ensure that all patients with pulmonary arterial hypertension have 
access to centres of excellence in the diagnosis, management, and ongoing treatment of this disease.

a) Cross section of normal pulmonary artery

b) Reduced lumen of pulmonary vessels due to 
cell proliferation and remodelling in advanced 
pulmonary arterial hypertension

c) Longitudinal section with pathological changes 
within the vessels (proliferation, deposition of blood 
clots, thickening) causing difficulties for the heart 
to pump blood through the lungs

Members of PHA Europe and contact details

AUSTRIA
PH Austria 
Initiative Lungenhochdruck
Wilhelmstraße 21 - 1120 Wien
www.phaustria.org 
info@phaustria.org

Pulmonary Hypertension Association 
37 Hadji Dimitar str, ent. B, fl. 2, ap. 3  
5800 Pleven  
www.phabulgaria.eu 
todormangarov@abv.bg 
info@phabulgaria.eu

BULGARIA

Aid to Patients with Pulmonary Hypertension 
Zapadnaya str. 13 - 3
Minsk, 220036    
phbelarus@yandex.ru

BELARUS

HUNGARY
Tüdőér Egylet 
19, Cházár András utca - 1146 Budapest
www.tudoer.hu 
csabuda.eszter@t-online.hu

FINLAND
Suomen PAH-potilasyhdistys ry. PHA Finland
c/o Sonja Koski
Wilhelmstraße 21 -1120 Wien
suomenpahry@gmail.com

ESTONIA
Eesti Pulmonaalhüpertensiooni Ühing
eesti.ph@gmail.com 
+37253004221

ITALY
Associazione Ipertensione 
Polmonare Italiana Onlus 
Via della Spiga, 10 - 06135 Ponte S. Giovanni-PG
presidente@aipiitalia.it

Associazione Malati di Ipertensione
Polmonare Onlus 
Via Ardea 1/B – 00183 Rome
www.assoamip.net 
info@assoamip.net

LATVIA
PHA Latvia 
Str. Celtnieku 6a - 35, Salaspils - LV - 2121
www.phlatvia.lv/en/ 
phbbiedriba@gmail.com

Plava krila - Udruga pacijenata oboljelih  
od plućne hipertenzije 
Gorica Jamnička 23 - 10451 Pisarovina 
infoplavakrila@gmail.com 
www.plavakrila.hr

CROATIA

Sdružení pacientů s plicní hypertenzí, z.s
Bělehradská 13/7 - 140 00 Praha 4
www.plicni-hypertenze.cz 
info@plicni-hypertenze.cz

CZECH REPUBLIC

The Bulgarian Society of Patients with 
Pulmonary Hypertension - BSPPH 
Pirinski prohod  str., bl.24 A, entr. B, fl.3, 
ap.34  Sofia- 1680, Bulgaria  
www.bspph.net 
bgspph@gmail.com

Udruženje građana oboljelih od plućne hi-
pertenzije “DAH” - u Bosni i Hercegovini
Zlatnih ljiljana 33, 72220 Zavidovići, BiH 
ugphbih@gmail.com

BOSNIA AND HERZEGOVINA
ISRAEL

PHA Israel 
13 HaShoshan Street - Beit Shemesh 
9959013 Israel
www.phisrael.org.il
office@phisrael.org

LITHUANIA
Žmonių sergančių plautine hipertenzija asociacija 
Biržų g. 2, Papilys, LT-41221, Biržų raj., Lietuva
www.zspha.lt 
info@zspha.lt 
(rima.gruodis@gmail.com)

Belgische patiëntenvereniging voor
Pulmonale Hypertensie vzw (P.H. België)
Kruisbeeldstraat 28, 9220 Hamme, Belgium 
info@ph-vzw.be

BELGIUM
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Associação Portuguesa de Hipertensão Pulmonar  
Rua Dr Costa Simões, 59. 3050-226 Mealhada  
www.aphp.pt 
associacaohipertensaopulmonar@gmail.com

PORTUGAL

Polskie Stowarzyszenie Osób z Nadciśnieniem 
Płucnym i Ich Przyjaciół 
Wladysława IV 34a m.15, 81-084 Gdynia 
www.phapolska.org 
Alicja.morze@phapolska.org 
Agnieszka.bartosiewicz@phapolska.org

POLAND

NORWAY
PHA Norway 
LHL PAH - Pulmonal hypertensjon
Vitaminveien 1A
0485 Oslo, Norway
www.lhl.no/trenger-du-hjelp/interessegrupper/lhl-pah
lhl.pah@lhl.no 

Plućna Hipertenzija Srbija 
UI. Kneza Mihalia 33
11000 Beograd
www.phserbia.rs 
office@phserbia.rs

SERBIA

Združenie pacientov s pľúcnou hypertenziou, 
o.z. Lučenská 31 - 990 01 Veľký Krtíš
www.phaslovakia.org 
phaslovakia@gmail.com

SLOVAKIA

Natasha Charity Fund 
c/o Evgeniy Komarov - Kondratevsky prospect 
House 57, apartment 6 - St.-Petersburg 
natasha otzovitesnam@mail.ru

RUSSIAN FEDERATION

Association of pulmonary hypertension patients 
Sinaia/Prahova Carol I, nr 11 street 
http://hipertensiunepulmonara.ro/

ROMANIA

Save and Protect 
Pobedi prospect 102 / office 45 - Kazan  
Republic of Tatarstan, 420140 
http://www.ph-association.ru/ 
lilya-belle@yandex.r

Hipertensión Pulmonar España Organización 
de Pacientes (HPE-ORG) 
Sant Feliu de Llobregat  
c/o Anselm Clavé no 33 3o 3a - CP 08980 Barcelona 
http://www.hipertension-pulmonar.com 
presidencia@hpe-org.com

FCHP Fundación Contra la Hipertensión Pulmonar 
Calle Pablo Neruda, 39 28980 Parla - Madrid  
http://www.fchp.es/es - info@fchp.es 
https://www.facebook.com/fundacionhp 
https://twitter.com/fundacionhp
https://www.instagram.com/fundacionfchp/
https://www.linkedin.com/company/fundaci%C 
3%B3n-contra-la-hipertensi%C3%B3n-pulmonar

ANHP Asociación Nacional de Hipertensión 
Pulmonar 
Calle Villajimena nº 85, 1º 4 C.P. 
28032 Madrid 
www.hipertensionpulmonar.es 
informacion@hipertensionpulmonar.es

SPAIN

SLOVENIA
Društvo za pljučno hipertenzijo Slovenije 
Slovenska 29, 1000 Ljubljana 
dbph.slovenije@gmail.com 
www.facebook.com/PljucnaHipertenzija

Pulmonary Hypertension Ukrainian Rare
Disease Association-PHURDA
Hlyboka street 12, Lviv 79013
fond.poryatunok@gmail.com

UKRAINE

PAH Sverige  
c/o Patrik Hassel 
Kärrtorpsvägen, 37 
121 55 Johanneshov 
www.pah-sverige.se 
patrik@pah-sverige.se

SWEDEN

PHA Ukraine 
 Rusanivskyy Blvd, 7, Off. 3, Kyiv, Ukraine, 02147
www.pha.org.ua 
info@pha.org.ua

N O T E S

NORTH MACEDONIA
APH Moment Plus Macedonia 
„Association for Pulmonary Hypertension 
Moment Plus Macedonia”
Tance Kamberov 29,1480 Gevgelija
phmomentplus@gmail.com

MOLDOVA
Asociatia Obsteasca 
“Asociatia persoanelor cu hipertensiune pulmo-
nara din Republica Moldova” 
Moldova, MD-2024, str. Andrei Doga 34, ap. 43
roman.balmush@gmail.com

NETHERLANDS
The Netherlands 
Stichting Pulmonale Hypertensie
Helderseweg 28, 1817 BA Alkmaar
https://stichtingpulmonalehypertensie.nl/
info@stichtingpulmonalehypertensie.nl
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