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FOCUS: Research for the improved
 quality of life and life-expectancy 
of our children as well as adults with a half-heart.

PROLOGUE
Already in 2005, our 1st chairwoman/club pres-
ident was asking whether the lymphatic system 
of babies could be displayed in images before 
and during surgery so that lymphatic injuries 
can be avoided and so that children can be 
spared the prolonged inlay of wound-drain-
ages. Back then she was told that the contrast 
solutions were too unstable.

Since 2014, our association has increasingly 
been fighting for taking the lymphatic system 
into consideration in general.

2017, we succeeded in making it possible for Dr. 
Yoav Dori from Philadelphia to give a presenta-
tion on lymphatic intervention at the DGPK pro-
fessional conference.

On May 08th 2019, we asked the German as-
sociation for pediatric cardiology (DGPK) to 
accept lymphatic imaging into the treatment 
guidelines for Fontan patients. We assume that 
a portion of the children who possess only one 
functioning ventricle were already born with 
lymphatic anomalies or that these are triggered 
by injuries suffered during surgery or changes 
in the pressure conditions within the Fontan cir-
culatory system. 

In the Spring of 2021, Fontanherzen e. V. at-
tempted to bring the interdisciplinarily staffed 
team of Prof. Maxim Itkin along with him, to 
Germany, so that families with PLE patients 
would not have to travel to the USA and so that 
German doctors could learn of his new proce-
dure. Corona made this impossible. Since then 
we have been fighting to locate a hospital that 
would be eager to make this method their own 
by learning in the USA so that they can be able 
to help our children in Germany in the future. 
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Dear Fontan Hearts e.V. – members,
dear readers,

we have been hesitant to publish our FONTAN 
HEARTS- OVERVIEW for quite some time now. Our 
mini-headquarters, which is primarily staffed by 
volunteers is unable to distribute the workload to 
employees; and the other Heart Associations with 
which we also collaborate through the Acting 
Federation of Congenital Heart Defects (ABAHF) 
already report on Fontan-Families in their publi-
cations and we are sure there will be some content 
overlap. 

Nevertheless, many members asked us to make 
certain important information and discoveries not 
only available on our website www.fontanherzen.
de but to consolidate it and make it available to all 
those afflicted. In the FONTAN HEARTS-OVERVIEW 
we primarily aim to highlight content that directly 
relates to Fontan-patients big and small and their 
very special half-hearts. Each edition is to focus on 
one particular topic. Heart-teens and their unique 
experiences, fears and concerns and our battle 
for one or two interdisciplinary Fontan-centers in 
Germany, to list just a few examples. 

At the heart of the first edition: Association mem-
ber families, who have experienced the different 
treatment methods of PLE (enteral protein loss 
syndrome – loss of protein through the intestine) 
and BP (loss of protein through the lung) in the 
USA, in Belgium and in Germany. 

Why would we choose protein loss as our first top-
ic, despite the fact not every Fontan-patient is suf-
fering from it? Because no one knows who can be 
afflicted by it and this has led to great fear and un-
certainty on the topic. Not every cough, case of di-
arrhea or belly ache needs to be a cause for alarm. 
But a delayed diagnosis can endanger small and 
even older children. 

Therefore: Knowledge is power! Especially when 
it comes to presenting complex connections in 
a comprehensible form. And that is what we are 
aiming to do, as we are not physicians.

How accurate our speculations evidently turned 
out to be was confirmed once more by the team 
of Dr. Yoav Dori of Philadelphia. At the DGPK-con-

ference in February of 2022, he warned against 
exposing children presenting with acute lymphat-
ic difficulties (Level 4) to Fontan-Completion-sur-
gery and this pushed the German colleagues to 
pay closer attention to problems presented by 
lymphatic issues. 

It is our hope that in the future lymphatic imaging 
will be undertaken not only for BP- and PLE-pa-
tients but ahead of TCPC in general.  And we are 
relying on the research along with the develop-
ment of mild contrasts so that injuries to the lym-
phatic system during heart surgery on children 
can be avoided.

The FONTAN HEARTS-OVERVIEW is also intended 
as info for members by and to those afflicted by 
Fontan Hearts. Therefore, we welcome your ideas 
and suggestions on topics, questions and content 
which the OVERVIEW should definitely address. 
You can direct your e-mails to umschau@fontan-
herzen.de – Thank You!

On behalf of our board of directors and advi-
sory council I hope you enjoy reading and look 
forward to your feedback on the 1st FONTAN 
HEARTS-OVERVIEW!

Steffi Sänger
president/1st chair of the association 
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1st 
FONTAN HEARTS SYMPOSIUM

SEPTEMBER 5th, 2021 – JOHANNISKIRCHE IN MAGDEBURG
 

LOCATION Johanniskirche 
Johannisbergstraße 1  |  39104 Magdeburg

ORGANIZER Fontanherzen e. V. 
Schillerstraße 5  |  39108 Magdeburg
www.fontanherzen.de

GEBOREN, UM ZU LEBEN.
 Unser Dank gilt Professor Fontan und den Medizinern unserer Zeit, 

die es möglich machen!

GREETINGS
Dear doctors,
dear families and adult Fontans,
dear supporters of Fontanherzen e.V.,

hardly anyone can put into words the types of fears, 
worries, problems and burdens all family members 
live through from the moment of being diagnosed 
with “having half a heart” onward.

Our symposium can only begin to scratch the surface 
of just how complex, dangerous and complicated the 
connections and long-term effects in Fontan-patients 
of all ages are. All half-hearts are in dire need of inter-
disciplinary research – for good quality of life and life 
expectancy as well as protection against life-threa-
tening complications. For years we have also been 
fighting for more attention to be dedicated toward 
the lymphatic system and the effects of the lymphatic 
system upon the liver and the intestine for instance. 
We would like to thank the physicians who traveled 
from Germany, Denmark and the USA on a Sunday 
so they could pass on important knowledge through 
their presentations and have dialogues with various 
specialists directly on site and in-person. 

On behalf of all of our members, big and small, we 
would also like to extend our gratitude to supporting 
members and supporters, medical insurances and do-
nors, without whom our work would not be possible.

 Your Team of Fontanherzen e. V.

14:45 Uhr – 15:25 Uhr  (FORTSETZUNG)                                                                                                                          
Hannah Quante, Assistenzärztin, Abteilung für Kinderkardiologie am 
Universitätsklinikum Bonn 

Was beeinflusst Wachstum und Körperzusammen-
setzung bei Fontan-Patienten?
Muhammad Nur Muazzam, Assistenzarzt, Abteilung für Kardiologie am 
Universitätsklinikum Bonn 

Prof. Dr. Ulrike Herberg, Leitende Ärztliche Direktorin, Kinderkardiologie 
am Universitätsklinikum Bonn und Sektionsleiterin Perinatale Medizin 

15:25 Uhr – 15:30 Uhr                                                                                                                               

ZUSAMMENFASSUNG  und  VERABSCHIEDUNG
Steffi Sänger, 1. Vorsitzende von Fontanherzen e. V. 

15:30 Uhr – 16:15 Uhr  

STÄRKUNG für die Rückreise mit Kaffee und Kuchen 
sowie Möglichkeit zum AUSTAUSCH

Das Symposium findet unter strengsten COVID-19-Bestimmungen mit 
begrenzter Teilnehmerzahl statt. 
Besonders wertvoll ist der Austausch mit Fachleuten vor Ort. 
Das Symposium kann live verfolgt werden unter www.fontanherzen.de – 
SYMPOSIUMS-BUTTON. 

Fortbildungspunkte wurden bei der Ärztekammer beantragt.

1ST FONTAN-HEARTS-SYMPOSIUM

For our 1st FONTAN-HEARTS-SYMPOSIUM IN MAGDEBURG 
we had begun a second attempt of bringing Dr. 
Itkin to Germany. This time it was successful as 
is widely known. 

The entire symposium, including Prof. Itkin’s 
description of his procedure, the presentations 
of participants form German hospitals as well 
as the team of Danish doctors, can be found 

along with simultaneous interpretation at www.
fontanherzen.de on YouTube or by accessing it 
through the QR-Code (page 5).

Despite corona-restrictions and a train-operator’s strike, our very own, first symposium with the central topic of the lymphatic system was well attended and a great success
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Assessment of the quality of Fontan-circulation by 
means of MRT and the development of an artificial 
heart prosthesis for clinical use
PD Dr. Kai Thorsten Laser, MHBA, representative and leading chief 
physician at the hospital for children cardiology and congenital heart defects 
Bad Oeyenhausen                                                       

(0:22:39)

ResearchSupportiveProject by Fontanherzen e.V. 
with a current focus on “the healthy, lymphatically 
supported heart”
Steffi Sänger, president/1st chairwoman of Fontanherzen e.V.                        

(0:41:53)

Noninvasive lymphatic pathway imaging via MRT: 
a meal rich in fats improves imageability
Dr. Anja Hanser, children’s therapy study division II of children’s cardiolo-
gy, intensive medicine and polemology at the university clinic of Tübingen

(0:59:10)

Fontan-associated-liver-illness-non-invasive evalua-
tion of liver fibrosis within the framework of routine 
aftercare at the UKSH Kiel
PD Dr. Jan Hinnerk Hansen, deputy director and leading chief physi-
cian of the heart catheter laboratory at the university clinic Schleswig-Holstein 
Kiel, clinic for congenital heat defects and pediatric cardiology

(ab 1:17:48)

The vessels of the lymphatic system as a compensa-
tory drainage passage in uni-ventricle hearts 
– the significance of the vessels of the lymphatic 
system in cardiac disease
Oliver Gültig, founding member of the association Lymphologicum and 
board member of the German Society for Lymphology

(2:15:37)

The function of the lymphatic vascular in Fontan-
patients
Dr. Benjamin Kelly, specialist in heart-, thoracic- and vascular- surgery, 
Aarhus University Hospital, Denmark                                                      

(2:50:04)

The fear of PLE and the path forward after diagnosis
Susanne Vogt, afflicted mother                                                    

(3:12:58)

PLE-Lymphangiographien und Lymphinterven-
tionen in den USA
Prof. Maxim Itkin, MD, FSIR, Professor of Radiology and Pediatrics, Center 
for Lymphatic Disorders University of Pennsylvania Medical Center – Nemours 
Children‘s Hospital Wilmington, Delaware – Nemours Children‘s Lymphatic-Pro-
gram                                                                                                                      

(3:26:26)

Treatment of Bronchitis Plastica by Julius in Philadel-
phia (USA) with Dr. Yoav Dori and Prof. Maxim Itkin 
from six years ago
The Pohl family reports how their son is doing today.

(5:03:03)

Fontan circulatory system: studies and scientific focus 
points in Gieβen – Neurocognitive Outcome, pro-
tein-loss enteropathy, and cardiac regeneration
PD Dr. Stefan Rupp, pediatric cardiology center Hessen – Frankfurt and 

Gieβen -2-
(5:15:03)

Heart repair using heart-muscles grown in a lab
Prof. Dr. Wolfram-Hubertus Zimmerman, director of the institute for 
pharmacology and toxicology, university medicine Göttingen

(5:35:29)

Diagnosis and treatment of lymphatic disorders in 
Fontan cases
PD Dr. Claus C. Pieper, managing director and chief physician, head of 
business pertaining to illnesses of the lymphatic vascular system and vascular 
anomalies, radiologist at the university clinic Bonn. 

(6:06:36)

How do Fontan hearts beat under pressure in alti-
tude? Ultrasound investigations under simulated 
altitude and presentation of the novel “Hypophonic 
Study”
Prof. Dr. Ulrike Herberg, leading chief-physician, pediatric cardiology at 
the university clinic Bonn and section-chief of perinatal medicine

Hanna Quante, physician’s assistant, division of pediatric cardiology at the 
university clinic Bonn

Prof. Dr. Johannes Breuer, director of the Center for Pediatrics at the 
university clinic Bonn.

(6:20:50)

What influences growth and body-composition of 
Fontan patients?
Muhammad Nur Muazzam, physician’s assistant, cardiology division at 
the university clinic, Bonn

Prof. Dr. Ulrike Herberg, leading chief-physician, pediatric cardiology at 
the university clinic Bonn and section-chief of perinatal medicine

(6:36:01)

PRESENTATIONS
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PROF. ITKINS EXPERIENCE 

Liver lymphangiography, the abnormal hepatobili-
ary connection between the lymph nodes of the liver 
and the duodenum, was discovered in 2014. These 
connections are the congenital anatomic lymphatic 
variants, that are present in some patients. 

The underlying cause for the development of these 
PLE symptoms in Fontan patients is a combination 
of these anatomical variants and raising the lym-
phatic flow due to tissue blockage in patients with 
heart insufficiencies. 

The foundational significance of this discovery:
It offers hope, that through the correction of these 
lymphatic variants we could cure PLE. At first, we 
tried to close off this connection by gluing it from 
the liver side. This course of treatment however ne-
cessitated difficult post-procedural aftercare due 
to irritation of the lymphatic structure connected 
to the glue. Furthermore, this procedure presented 
considerable risks for a systemic embolism through 
the glue as well as biliary obstruction. The recidivism 
rate after the procedure also turned out to be signif-
icant. We further observed that the patients whose 
symptoms had improved were those for whom the 
glue had reached the intestinal lumen through the 
connection. For this reason, we decided to attempt 
the injection of the glue submucosally from the in-
testinal side via an endoscope. We performed our 
first such intervention in July of 2020.

Since then we have been able to treat over ten 
PLE-patients, achieving good results using this 
method. Not one of them required a stay in the 
intensive care unit. In order to be able to help all 
PLE-patients, we continuously work on improving 
our method. 

We will publish explicit experiences and results at 
the ACC-conference from the 2nd to the 4th of April 
2022 (annual conference of the American College of 
Cardiology ACC) in Washington. 

Prof. Maxim Itkin

Links to this and other publications can presently be found at:
www.fontanherzen.de/forschung 

Prof. Maxim Itkin has been working on lym-
phatic treatment approaches in the USA at the 
Children’s Hospital of Philadelphia (CHOP) since 
2008 already. These became increasingly fur-
ther reaching and more successful, particularly 
in cases of Bronchitis Plastica (BP).

Julius Pohl, for example, a child from our asso-
ciation, has been doing extremely well since 
he underwent Bronchitis-Plastica-treatment in 
2015 in the USA from Dr. Yoav Dori (he came to 
Prof. Itkin’s team at CHOP in 2013 – report on 
pages 12/13)!

Meanwhile Prof. Itkin has begun working at the 
university hospital in Philadelphia as well as the 
Nemours Children’s Hospital in Wilmington.

          »There is hope, that through 
the correction of these lymphatic variants 
                                  we could cure PLE.«
                                                                             Prof. Maxim Itkin

Prof. Maxim Itkin, Professor of Radiology and Pediatrics, Center for Lymphatic Disorders, 
University of Pennsylvania Medical Center 
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IN THE NEW PROCEDURE…

…the closure of the fenestrations for minimization 
of stroke risk is no longer necessary.

…the heart catheter is removed one day later; in 
the conventional method, it serves the purpose of 
re-opening the fenestration. In doing so glue can be 
dislodged and reach the brain, causing strokes. 

…the painful inflammation (caused by gluing the 
vessels) is more bearable, because lymphatic vessels 
are no longer sealed and irritated on a large scale, 
but rather only specific points in which there are 
intestinal holes are glued. 

Nevertheless, it remains a procedure, from 
which the body must recover – with risks for 
bleeding in the liver (contrast injection site) 
and the intestine (endoscopic intervention). 
Finding all “lymphatic holes” presents the 
greatest challenge in this procedure!

More on that in the reports of afflicted patients and their families on 
pages 6 and on

There are two variants – Bronchitis Plastica (BP) 
and Protein Losing Enteropathy (PLE). 

In the case of Bronchitis Plastica (BP) lymphatic 
fluids are pressed into the lungs during severe 
coughing-bouts (often occurring at night). This 
fluid will “coagulate” and fill out the bronchi. 
Should these so-called Casts (they are repli-
cas of the bronchial branches – see image) be 
coughed out tis presents an acute risk of suffo-
cation. Families have reported scary crackling 
sounds in the throat and panic attacks over the 
coughing out of the Casts.

The blood protein content does not sink as dra-
matically with BP as it does with PLE. But due 
to the sleepless nights, the massive bouts of 
cough-attacks, the sinking blood oxygen satu-
ration and the constant fear, quality of life of af-
flicted children and their parents is significantly 
inhibited.

In the case of Protein Losing Enteropathy (PLE) 
protein is lost through the intestine. Height-
ened Alpha-1-Antitrypsin-Values can then be 
measured in stool-samples. The body reacts 
with bouts of diarrhea, nausea, stomach pains 
and water deposits/ascites. The risk for coagula-
tion and sepsis is increased!

The quality of life for sufferers is significantly 
limited. Frequent hospital stays are added to 
the list of fears.

WHAT IS FATAL ABOUT PLE

World-wide, nobody knows all the causes as to 
why families in part have to fight over the diag-
nosis. And no one knows, whether it truly ap-
plies to them or their child.

While various therapies and medications can re-
duce symptoms or even stop protein loss, these 
medications also come with severe side-effects.  

Result of a capsular endoscopy on a PLE patient – in the area of lymphangiectasias the leaks 
cannot be seen without the contrast!

FOCUS ON PROTEIN LOSS SYNDROME



INTERDISCIPLINARY APPROACH TO THE TREATMENT OF BP

These casts form with BP and can lead to suffocation.

BP – POTENTIAL SYMPTOMS*

— massive coughing attacks (particularly at night)
— crackling sounds in the throat
— noticeability of the lung – during auscultation the movements of coagulated
        lymphatic fluids can be detected  
— lone diagnosis of pneumonia (often additionally present in BP cases)
— coughing out of Casts – lymphatic fluids that coagulated in the lungs and are
        white and branched
— difficulty breathing
— dropping oxygen saturation and performance ability
— tiredness/exhaustion

*  Please do not be alarmed – these symptoms can also have other causes. But in order to receive 
a timely diagnosis of protein loss, at least pneumonia (BP) and irritable bowel syndrome (PLE) BP 
or PLE should be eliminated as possibilities.

PARENTSCHILD

PSYCHOTHERAPIST
Fear disorders

Depression prevention

IMMUNOLOGIST
Perform vaccine titer (immunity 

measurement) in cases of lgG-loss 
(immunoglobin), 

no follow up vaccinations using
 live vaccines

RADIOLOGIST
Lymphatic imaging

Lymphatic intervention
PULMOLOGIST
Bronchoscopy, Inhalation

(for example with actilyse)

PHYSICAL THERAPIST
under physician’s council, lymphatic 

drainage, Flutter-respiratory therapy,
 muscular development, 

scoliosis prevention,
 vibration vest

 

ENDOCRINOLOGIST
Thyroid

Hormone supplementation

DENTIST
Endocarditis prophylactic

ORTHOPEADIST
Bone density measurement 
(eventual bisphosphonate), 

Back bracing

PEDIATRICIAN
cognitive tests for learning disabilities 

and for example cases of suspected ADHD or 
autism

NUTRITIONAL COUNSELOR
protein-rich, low-fat, if applicable

MCT-diet or meal replacement if necessary

CARDIOLOGIST                                               

periodical determination of blood values - 
protein value drops much slower than in PLE

Supervision/optimization of heart and circulatory functions, treat-
ment if necessary with Sildenafil-Revartio or Bosentan (for capillary 

dilution) as well as Spironolactone (for dehydration); as 
well as Kortison.

ABUT: Not all medications help every patient, and some may have 
severe side-effects!
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PLE – POTENTIAL SYMPTOMS*

    —  bloating
    —  ascites
    —  effusions, edema (most notable in the legs and eyelids)
    —  shiny-fatty stool
    —  diarrhea
    —  decreased performance ability
    —  noticeable tiredness
    —  nausea
    —  vertigo
    —  migraines
    —  noticeable wart breakouts
    —  stomach pains

*  Please do not be alarmed – these symptoms can also have other causes.
But in order to receive a timely diagnosis of protein loss, at least pneumonia (BP) and
irritable bowel syndrome (PLE) BP or PLE should be eliminated as possibilities.

INTERDISCIPLINARY APPROACH TO THE TREATMENT OF PLE

CHILDCARIOLOGIST                                               

IMMUNOLOGIST
Perform vaccine titer (immunity 

measurement) in cases of lgG-loss
(immunoglobin)

no follow up vaccinations using 
live vaccines

GASTROENTEROLOGIST
Liver elastography

Capsular endoscopy
Live-gall-bladder-stomach-check, if needed 

acid blocker, for nausea among others 
Ursofalk

RADIOLOGIST
Lymphatic imaging

Lymphatic intervention

PHYSICAL THERAPIST
under physician’s council, 

lymphatic drainage,
muscular development,

scoliosis prevention

ENDOCRINOLOGIST
Thyroid

Hormone supplementation

PEDIATRICIAN
cognitive tests for learning disabilities 

and for example cases of suspected ADHD or 
autism

PSYCHOTHERAPIST
Fear disorders

Depression prevention

periodical determination of blood und stool
values 

Supervision/optimization of heart and circulatory functions, 
treatment if necessary with Sildenafil-Revartio or Bosentan 

(for capillary dilution) as well as Spironolactone (for dehydration); 
as well as Kortison.

BUT: Not all medications help every patient, 
and some may have severe side-effects!

DENTIST
Endocarditis prophylactic

NUTRITIONAL COUNSELOR
protein-rich, low-fat, if applicable

MCT-diet or meal replacement 
if necessary

ORTHOPEADIST
Bone density measuremen

 (eventual bisphosphonate), 
Back bracing

PARENTS

Getting lots of movement is 
very important for all PLE-sufferers.
Swimming, swinging on the medical 

trampoline “bellicon”, arm-circles
and going for walks have all been 

described as very helpful. 

HELP

Exchange of afflicted individuals with one 
another –together we are stronger and less 

alone!

IMPORTANT: finding cardiologists/doctors
who will TOGETHER with the desperate 

families are willing to give their all to help 
the little and the big patients.
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My name is Susanne Vogt. I have two six-year-
old sons, Ben and Nuri.

Already during my pregnancy, we received 
news of the heart defect HRHS/tricuspid atresia 
in one of our sons. In June 2015 Nuri and Ben 
were born during the 35th week of pregnancy. 
Both boys immediately turned out to be fighters 
as we had to stay in the hospital for four weeks 
- but only for observation.

Nuri did not require a Norwood and his devel-
opment was great, just like his brother’s. The 
Glenn in February of 2016 went down with many 
complications. But Nuri fought, survived depos-
its and other aftereffects of the procedure. Up 
until the Fontan, Nuri had no health issues. He 
hit all his developmental milestones and we had 
a couple of wonderful, almost worry-free years 
with our twins. 

The Fontan in June of 2018 took place without 
any complications. Nuri recovered really well 
over the course of the subsequent days. But that 
changed suddenly. The doctors tried to stabilize 
Nuri. With two stents and some pleural effu-
sions we were eventually discharged. Nuri also 
brought back an immeasurable amount of fears 
with him as well. 

For over a year he fought with pleural effusions. 
Could that be PLE? Only in September of 2019 
when Nuri was committed to the hospital with 
ascites it became clear: it was PLE. 

Since then I have been on a quest for solutions, 
treatment options and help. I just cannot accept 
that life-threatening protein loss as a side-effect 
of the Fontan circulatory system is hardly receiv-
ing any attention at all. When it is so important 
to find out more about this in order to be able 
to avoid these terrible side-effects in the future 
and to save our children!

In the beginning of 2020 I first heard of Prof. It-
kin and reached out to him. At that point in time 
he was still not yet performing his “new meth-
od”, he recommended Dr. Gewillig in Belgium. I 
felt our exchange was quite positive. However, 
I did not want to expose Nuri to the “common 

method” because it was associated with many 
risks. 

One year later, I contacted Prof. Itkin again be-
cause I had read about a lower risk treatment 
method and wanted to learn more about it. He 
immediately gave me information. Thereafter I 
connected with Steffi Sänger and we exchanged 
ideas. We agreed to invite Prof. Itkin to Germa-
ny. For Nuri, Lara and all the other children with 
PLE. Corona prevented that and we decided to 
undertake the journey to the USA by means of 
health insurance. This was not an easy task, but 
we made it.  

The procedure in Wilmington took place on Feb-
ruary 11th 2022. It went without complications 
and in comparison to all his other surgeries, 
Nuri barely had any issues at all. He only com-
plained of a bally ache, but was able to endure 

              »Our children need doctors 
  like Prof. Itkin. And us parents, 
                                      we need them too.«

Susanne Vogt

OUR LONG PATH TO THE USA

10



it without any further pain meds. The following 
day, we were released already. Four days after 
the procedure, the first blood samples revealed 
that Nuri’s albumin values had risen already. I 
could notice that on his body because merely 
one day after the treatment all deposits had vis-
ibly subsided.

We were taken care of really well at the Ne-
mours hospital. Dr. Rabinowitz, who performed 
the procedure along with Prof. Itkin, came from 
home just to visit Nuri at the hospital and get 
an idea of how he was doing. Prof. Itkin called 
us regularly.

Nuri says: “Maxim is a superhero!” – I think he 
is absolutely right. Because Prof. Maxim Itkin is 
noticeably concerned with the opportunities of 
providing our children with more time and an 
improved quality of life. I am infinitely grateful 
to him for his engagement, efforts, time and for 
always being willing to listen to us. Our children 
need doctors like him. And us parents need 
them too. They give us so much hope. I cannot 
describe my gratitude in words. 

Of course, this new procedure is still in its infan-
cy and every patient is different.

But the surgery is minimally invasive and per-
haps a good alternative to some medications 
that may keep our children stabile, but that 
damage their bodies and organs.

Susanne Vogt
susanne.vogt@fontanherzen.net

PS: 14 days after the surgery Nuri’s albumin values had dou-
bled. The results of the check-up with our cardiologist upon 
returning home were positive as well, he too saw clear im-
provement in Nuri’s health.

»Nuri says: ‘Maxim is a superhero!’– 
                       I think he is absolutely right.«

Susanne Vogt
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chronic inflammation of the mucous membrane 
in her stomach as well as llymphangiectasias 
in the first 2 to 4 cm of her small intestine. Her 
liver showed a strong fibrosis. Since her stroke 
at the age of three, Lara has been taking the 
blood-thinner Marcumar, which made a liver bi-
opsy too dangerous due to the risk of bleeding. 
– Lara continued to feel really badly. The nausea 
became more bearable as she began taking the 
medication Ursofalk but its cause remained un-
clear. 

Thanks to the specialization of our association 
on sufferers of Fontan-circulation in Germany 
we would always hear of helpful BP-treatments 
in the USA and in Belgium. Reports of PLE-ther-
apies on the other hand, were rather rare. What 
was depicted were strokes, many weeks of un-
bearable pain on ICUs, the need for heart cathe-
ters in order to re-open the fenestration one day 
after the procedure and much more. There was 
no way, we were going to put our Lara through 
all that. 

Then, over the course of conversations with 
other afflicted parents over the course of our 
research, the name Prof. Itkin kept resurfacing. 
The radiologist who had developed the entirety 
of treatment methods for BP and PLE – his new 
approach for PLE immediately gave us hope. 

But the path to the USA was very arduous – not 
only because the new method was unknown in 
Germany. All the relevant doctor’s notes had to 
be translated into English and the accuracy had 
to be confirmed by doctors. Only after all doc-
uments, including Echo, HK, MRT, CT had been 
gathered and proofed, it became clear that Prof. 
Itkin and his team would be able to help Lara. 

It was a mere coincidence when during Lara’s 
birth in 2005 it was discovered that her left ven-
tricle did not work because it had hardened. 
Considering her birth weight of barely 2,000 
grams, the impending operations for the Fon-
tan circulatory system offered her a 20 percent 
chance of survival. 

But Lara fought. She survived eight open heart 
surgeries, one case of sepsis, barely measurable 
blood-pressure, a “flooded” lung, a severe stroke 
and Bronchitis Plastica (BP). And all that, consid-
ering Lara’s Fontan circulation system had been 
installed optimally and worked well as multiple 
heart catheters and other check-ups had con-
firmed. 

In 2016 Lara received the awful diagnosis of PLE. 
Not just all the organs and the mind suffer from 
protein loss but especially overall quality of life. 
Six years prior, Lara had already survived the 
nightmare of BP. Back then we were afraid she 
would suffocate on the casts that would come 
up during coughing bouts. For that reason, she 
carries a deep-seated fear of her BP reemerging. 

For the PLE, we first tried ALONG WITH the 
doctors a combination of medications such as 
Spironolactone, Cortisone (which did not help) 
and Sildenafil. In addition, we adhered to the 
MCT-diet. And this made things better. Diarrhea 
wasn’t the problem for Lara, she suffered from 
edema (particularly on the face), ascites and a 
very bloated stomach since being a toddler. 

Since the beginning of 2021 Lara’s PLE kept 
making her life worse. The worst things about 
it were the vertigo, extreme stomach and head-
aches as well as the terrible nausea. At times she 
could not even complete two hours of online 
schooling and was reduced to only lying on the 
couch. Not even listening to music or drawing, 
things she normally loves to do, could distract 
her.

I asked the treating physicians to take a closer 
look at Lara’s liver, stomach and intestine, de-
spite her “Fontan-typical” blood levels. The re-
sult was that a capsule endoscopy revealed a 

BORN TO LIVE! SURRENDER IS NOT AN OPTION!

»Lara fought her way back into life 
         through treatment and an iron will 
and fortunately she did not lose 
                   her joy for life in the process«  
                                                                            Steffi Sänger
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That’s because we are afraid of new “lymphatic 
holes in the intestine” and wanted to increase 
the lymphatic load only slowly. 

This new principle can really work! And in com-
parison to older treatment methods it can do so 
with much lower risks, only one night spent at 
the hospital in ideal cases, significantly lowered 
hospital costs as well as many other advantag-
es. Nevertheless, it remains a procedure that 
children must recover from!

Our questions – how long will the glued spots 
hold up? Will new break-throughs or leaks form? 
Will there be an impact on the lymphatic system 
as a whole? Will Lara’s organs recover from the 
lack of protein? – cannot be answered by any-
one at the present moment. Unfortunately, the 
“new treatment” just like “the old one” does not 
seem to help every PLE patient. Prof. Itkin and 
his team are still at the beginning; nevertheless, 
they have performed as many treatments in just 
a year as centers in Europe have over the course 
of many.

 Steffi Sänger
steffi.saenger@fontanherzen.de

The quote that was issued for treatment costs 
and thereby Lara’s treatment as well, was de-
nied by our health insurance. But giving up 
was not an option. After weeks of fighting, ac-
companied by fear for Lara, whose condition 
was visibly worsening – the lowest point was a 
transitory ischemic attack (TIA), which rendered 
Lara non-responsive – finally, around mid-Sep-
tember we were able to board a plane and head 
toward the USA. 

Two weeks after the operation it became clear: 
Lara would not have to undergo the procedure 
a second time – her albumin values had risen! 
We were endlessly relieved and Lara literally 
blossomed. Although we still remained careful 
with fat and gluten to go easy on her intestines. 

      »We are still endlessly glad to have 
              insisted on treatment with Prof. Itkin.« 
                                                                                                                                                                              Steffi Sänger

Steffi and Thomas Sänger competing with Lara over who can crack the bigger smile – the good 
news had arrived form the Nemours Hospital (in the background), that her protein values are 
rising!

September 23rd 2021 – a photo to remember the two surgeons who treated their 
daughter, Dr. Deborah Rabinowitz and Prof. Maxim Itkin.
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ROBBY’S ROLLER COASTER RIDE

The Herdes family sticks together – through the good and the bad times.

Robby is 16 years old now. He was born with 
HLHS among other things. Because he has been 
suffering from PLE since the age of seven, we 
have left no stone unturned in an effort to help 
him. And so, he became the very first child who 
received surgical re-adjustment to a “1.5 Re-
verse Fontan” in 2018 in Boston. Now his left 
ventricle pumps directly into his lung and his 
right one into the body. This was supposed to 
stabilize the pressure dynamics and get rid of 
his PLE. But unfortunately, after a bad bout with 
Norovirus the PLE returned. 

We had read about Prof. Itkins’ work at the Ne-
mours hospital on a Facebook-group page. After 
several conversations we slowly began to grow 
hopeful of Robby perhaps being able to live a 
halfway normal life too. When our doctors in 
Boston became convinced, we made an appoint-
ment at Nemours for the 02nd of October 2021. 
The day went similar as it did with the catheter 
operation. The team found two lymphatic holes 
in the intestine and sealed them. We were able 
to see him directly after the embolization and 
he recovered relatively quickly. He was left with 
an achy throat however because an old scar had 
been aggravated during intubation. 

Normally blood-work is to follow one week later, 
but we had to come back after five days already 
because Robby was extremely tired and bat-
tling diarrhea. The reason was that somewhere 
in his intestinal tract he had severe bleeding 
which had been compounded by the continua-
tion of the blood thinners (ASS and Apixaban). 
Robby has two artificial heart valves. ASS and 
Apixaban therefore reduce the resulting risk for 
thrombosis. He needed to go to the ICU for a 
blood-transfusion immediately. He recovered 
quickly from that and was able to return to the 
hotel after two days. On the day of our return 
flight, his albumin level was 2.9 (the same value 
as during the embolization), we were hopeful 
that it would continue to rise. But in Frankfurt 
his hematocrit dropped again – we had to dis-
continue the blood thinner once more. It took 
almost two months before he could take the full 
dose of his blood thinners again. Where exact-

ly bleeding occurred and what the cause for it 
was, was never determined. 

Over the course of the first couple of weeks af-
ter the operation Robby lost 3 kgs of water de-
posits and we were able to discontinue almost 
all diuretics. He lost the round PLE face and we 
were able to recognize his features again. We 
assumed that the albumin levels would rise as 
well now. But that was not the case, they even 
dropped down to 2.0. After further talks with 
Prof. Itkin, he suspected further holes. He could 
not explain why the albumin level would be 
lower after two holes had been sealed. He asked 
us to come a second time and at the beginning 
of January 2022, we were on our way. 

»After several conversations with 
             Prof. Itkin, we slowly began to grow 
hopeful that perhaps even Robby might     
       be able to lead a halfway normal life. «

          Julia und Bernhard Herdes
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Robby loves his dog Cooper (right), and they both love visitors.

The second time around went similar to Octo-
ber. Only this time no embolization was per-
formed, because the tiny holes that had been 
spotted in the intestine did not lend themselves 
to being glued very well. On the way back to re-
tract the endoscope a wound was recorded in 
the stomach that covered a rather large surface 
area, through which contrast was leaking into 
the stomach through multiple holes. Prof. Itkin 
stated he had never seen something like that 
because most holes tend to form in the upper 
third of the intestine. When I asked him whether 
this could potentially be an injury resulting from 
the endoscopy, he said that this was possible 
because Robby’s tissue was extremely suscepti-
ble after seven years of budesonide, but he did 
not think so. This time the operation had lasted 
five hours, without any holes being able to be 
sealed. We were more than disappointed and 
felt that instead of taking one step forward we 
had taken two backwards. The team suggested 
starting a third attempt the following week. We 
did not agree to that because we first wanted to 
digest the news. 

Unfortunately, Robby did not handle the op-
eration very well. The first two days he spent 
vomiting because he had so much blood in his 
stomach. The constant heaving then led to se-
vere back-pain, which increasingly worsened 
from laying in bed. On the second day hema-
tocrit and hemoglobin dropped again and he 
had large quantities of blood in his stool. Final-
ly, over the course of three days, blood, IgG and 
albumin were substituted. In total we spent five 
days in the hospital and after that just wanted 
to leave. We did not feel appropriately support-
ed. There was a station doctor who would co-
ordinate with radiology from time to time, be 
we would have wished for more direct conver-
sations with radiology and gastroenterology in 
this case. 

On the day of our departure, Robby developed 
intense cramps and stomach aches, which be-
came noticeable during eating, drinking and 
walking. We called the hospital again to ask for 
an appointment for a check-up. We were told 

that at the present moment there was nothing 
they could do. Neither could they explain the 
risks resulting from an opening in the stomach 
lining. They told us they were sorry and that 
they were hoping to perfect the method with-
in the next couple of years. They would contact 
us should they reach new findings with similar 
cases. 

Now we have been home for a few days and 
Roby still has severe stomach pains. We are hav-
ing the entire footage of the operation trans-
ferred to the gastroenterologist and are hopeful 
that Robby can be helped somehow. We cer-
tainly imagined the operation being less risky 
and are asking ourselves today whether we 
chose the right course of action. In the end, we 
are worse off than we were, with a lower albu-
min level and a peculiar injury to his stomach. 

Julia und Bernhard Herdes
julia.herdes@fontanherzen.net
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When Joshua was born on the 06th of Septem-
ber 2007 with TGA and pulmonary atresia, we 
already knew of his severe heart defect. During 
pregnancy check-ups it had been determined 
that his heart was completely turned over and 
that there was no connection between the heart 
and the lungs. For that reason, Joshua had to 
endure his first surgery when he was only seven 
days old. There were complications during his 
operation – he had to be resuscitated twice, he 
was connected to an ECMO (artificial lung) for 
two days. But our little warrior recovered well. 

2010 the third and supposedly last surgical 
step of the Fontan-circulatory adjustment took 
place. There were complications again. Joshua 
lost a lot of lymphatic fluid through the lung fis-
sures and the intestine. For the very first time 
we heard about protein-loss, from which Joshua 
now suffered as well. 

2011 the doctors removed the wall between 
his ventricles and also cut a fenestration to 
the heart bypass. At least the relief of pressure 
allowed the edemas and effusions that had 
formed in the meantime to go away. 

Joshua’s development went well from that point 
on, despite persisting diarrhea he could go to a 
regular school and was able to function well in 
his day to day life. 

After a gastro-intestinal infection at the end of 
August 2020 however, he declined rapidly. The 
bouts of diarrhea were extreme, his stomach 
bloated and he had permanent, unbearable pain 
and most of all edema. Medications like Silde-
nafil and Bosentan actually worsened his condi-
tion. Cortisone in the shape of budesonide only 
helped to an extent, but had severe side-effects. 
And so, Joshua’s skin became thin and would 
tear. His face was round, swollen and oftentimes 
red. His widening neck began to sprout increas-
ingly more hair and his shins did as well. Other 
noticeable effects of taking budesonide were 
poor wound healing, aggression, degenerative 
sight, osteoporosis and inhibited growth. 

In January of 2021 our little warrior received a 

pace-maker in order to improve his heart’s 
performance and to reduce the pressure 
upon the entire system. Unfortunately, this 
did not lead to an improvement regarding 
the protein loss through the intestine (PLE) 
and so a heart-transplant was taken into con-
sideration. But I wanted to exhaust all other 
treatment options first.

In May 2021 I finally contacted the Nemours 
Children’s Hospital in Delaware, USA through 
the Fontanherzen e. V. association.

          »The health insurance declined 
 treatment and among other suggestions,   
        pushed us toward the possibility
             of a heart transplant. 
          What an audacious response! «

  Kirstin Venegas

JOSHUA, THE WARRIOR

Joshua on the hospital grounds in Wilmington.
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I was hoping for the minimally invasive lym-
phatic treatment by Prof. Maxim Itkin. It was my 
good fortune that other mothers with PLE af-
fected children were also interested so that we 
could support one another and exchange infor-
mation about it. 

In the fall, Joshua’s condition worsened. His car-
diologist was pushing for treatment within a 
span of three months – it was unclear how long 
Joshua’s body could withstand the extreme 
loss of all protein. Our health insurance denied 
treatment multiple times and among other sug-
gestions pushed us toward the heart transplant 
option. What an audacious response!

Thanks to an overwhelming donation-effort by 
the association Lächelwerk e.V. it was possible 
for me to fly to the USA with Joshua on October 
10th 2021. During the operations on the 14th 
and the 29th of October, each of which lasted 
five hours, a total of seven holes were glued 
in his duodenum. After each of the two proce-
dures he had to remain in the hospital for one 
night only for oversight. 

His albumin levels (albumin is a protein, which 
is significant for transportation and distribu-
tion of fluids in- and outside the cells) were well 
below normal before the first operation. After 
treatment it doubled and almost reached the 
lower regions of normal levels. 

Unfortunately, very soon thereafter, it was dis-
covered that Joshua again began losing protein. 
The values, immunoglobulin included, dropped 
once more – noticeably, and Joshua had belly 
aches and light edemas once again. 

Now a capsule endoscopy is supposed to shed 
light about the localization and spread of the 
lesions. It is suspected that Joshua doesn’t have 
lymphangiectasia (widening of the lymphatic 
vessels) in his small intestine. 

Prof. Itkin’s concept is innovative, minimally in-
vasive and promising. Nevertheless, we are sad-
dened that at least in Joshua’s case it did not 
yield any permanent improvement.

Prof. Itkin would like to treat Joshua once more 
and our pediatric cardiologist is very much in 
agreement. But we don’t know whether we will 
be able to meet the logistic and financial chal-
lenges for another operation in America in April 
once more. 

It remains important however, for all of us that 
are afflicted, to keep exchanging information 
through Fontanherzen e. V. about therapies, ex-
periences and new treatment methods in order 
to be able to contribute this data to the research 
fostering project “healthy lymphatic system – 
strengthened hearts”. Prof Itkin and his team, 
meanwhile are gathering further experiences, 
which they are consolidating in their quest for 
answers on how to help as many PLE-patients 
as possible.

 Kirstin Venegas
kirstin.venegas@fontanherzen.net

His brothers Noah (16) and David (11) and our furry, cold-nosed friend Jenna
are always rooting for Joshua.
.

17



Our son Julius coughed up his first cast after 
completing his Fontan in March of 2012. Two 
months later, at the heart center in Bad Oeyn-
hausen, we received the devastating diagnosis 
“plastic bronchitis”. Julius was six years old back 
then. 

At first, he would cough up one or multiple casts 
weekly, then daily. A heart catheter as well as 
medications such as sildenafil and bosentan un-
fortunately did not lead to any improvement of 
his symptoms. The daily inhalation of cortisone, 
pulmozyme and actilyse among others, did 
not stop the coughing-attacks and the crispy 
sounds in his lungs either. 

Over the course of those three years, Julius had 
an oxygen saturation of approximately 85 per-
cent during the day and about 80 percent at 
night. We would always give him oxygen over-
night and during the day, as often as it was pos-
sible. 

Our family life at that time revolved primarily 
around this awful illness. Everyone was very con-
cerned and always alert – especially at night. Us 
parents could not sleep through a single night 
anymore. We listened for the beeping of the 
pulsoxymeter and the crunching in his lungs, 
helped him inhale at night and encouraged him 
to cough up those terrible casts. I can recall one 
night during which he felt especially bad. He 
was rattling really badly and I didn’t want him 
to lay down to sleep at all out of fear he might 
suffocate. So, I played UNO (a card game) in bed 
with him. 

Multiple times he coughed and choked on the 
casts and turned blue. Twice we called for an 
ambulance, but no one could really help us. 

Through a Facebook-Group our attention was 
shifted to a new treatment in Philadelphia in 
2013. My husband and I finally saw an oppor-
tunity to get rid of this awful illness! After con-
sulting with our doctors, we contacted the Chil-
dren’s Hospital of Philadelphia (CHOP) in 2014. 
At first it was necessary to complete some forms 
in English. Furthermore, Chop needed doctor’s 

letters as well as catheter- and surgery-reports 
for Julius in English. We got all these documents 
translated by our heart-center as well as the 
catheter- images and -films and sent them to 
Philadelphia. In December 2014 I spoke with 
Dr. Dori over the phone and we received the 
good news that the doctors in Philadelphia saw 
a good chance of being able to help Julius. We 
were very excited and so happy for our son! 
From that same phone call, we also learned 
that treatment would last 6-8 hours and that 
we should anticipate a hospital stay of about a 
week. 

The expenses through public service assis-
tance and our private health-insurance had to 
be worked out now. Everything was very com-
plicated and time consuming. Statements from 
treating physicians were required, in which it 
was certified, that Julius could neither be treat-
ed in Germany nor in Europe and that his illness 
was life-threatening. 

 

We are so grateful, that after some initial skepti-
cism, all of our doctors went along and made all 
the required documents, certifications and re-
ports available to us for CHOP and the health-in-
surance.

It made it possible for Julius to be treated suc-
cessfully in July of 2015 in Philadelphia! After 
the operation (sealing the thoracic duct and 
many smaller lymphatic ducts) he only had a 
stomach ache that lasted for three days and was 
released in just one week. The flight back took 
place without the need for additional oxygen. 
And upon our return the first thing we did was 
order a pizza. 

Since then, our life has changed fundamentally. 

JULIUS’ TREATMENT IN PHILADELPHIA-
 AND LIFE WITH HIM NOW, SEVEN YEARS LATER
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   »My husband and I finally saw a 
     chance, to get rid of this awful illness! «

   Stefanie Pohl



We no longer have the horrible fear that Julius 
could suffocate on these casts. We don’t feel the 
helplessness anymore, that we felt when Julius 
was completely exhausted after his coughing 
bouts. Most of all, his quality of life has im-
proved enormously. 

SUMMARY

— Oxygen saturation is stable at 95 percent

— inhalers are no longer needed

— hardly any infections anymore

— “normal” food – the fat free diet is no longer necessary

— enormous developmental leap

— physical performance capability could be increased

— vacationing in the mountains including hiking at an altitude 

       of over  2,000 meters became possible

— and we are sleeping through the night again!

The information exchange with afflicted pa-
tients/families personally, but also over social 
media, is very important. In our case, we came 
across the treatment option in Philadelphia 
over Facebook.

Furthermore, it is our wish as parents to be sup-

ported and taken seriously by the doctors. Our 
children need their interdisciplinary collaboration!

Fortunately, Julius could be helped. 

Fortunately, our doctors supported us.

Fortunately, Julius received treatment just in 
time, which enabled him first and foremost, 
but also his family, to live a burden free life!

Stefanie und Edgar Pohl 
stefanie.pohl@fontanherzen.net

edgar.pohl@fontanherzen.net

    »Fortunately, Julius received 
                     treatment just in time, 
            which enabled him first and foremost, 
            but also his family, to live
                                      a burden free life!«

 Stefanie und Edgar Pohl        

Julius’ first pizza after treatment.

Julius six years after his operation: happy and cast-free – even a vacation in the mountains is possible.
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Thore was born in May of 2015 with HLHS. On 
the 30th of November 2020 he was admitted 
to our treating hospital with bronchitis plastica 
(BP) for lymphatic intervention. We received the 
diagnosis just a few months beforehand, after a 
marathon of doctors playing tug-of-war. At that 
point Thore’s condition had worsened signifi-
cantly. His endurance had dropped significant-
ly, he was very limp and lacked any sort of drive 
and had to strictly adhere to the MCT diet. And 
so, we were very hopeful about this treatment.

During the operation, an oil contrast was used. 
This enables good imaging but also increases 
the risk of new casts but also blood-clots form-
ing in his bloodstream. For that reason, his col-
laterals were sealed via catheter, so that they 
would not provide pathways for the contrast 
to increase the risk of clotting. The MRT lasted 
over four and a half hours! And unfortunate-
ly, surgery did not go as we had hoped. Thore 
was punctured through the groin, the belly 
and the shoulders. That way only the lymphat-
ic vessels that could cause cast were supposed 
to be closed off. The entire operation present-
ed a huge challenge for his little body, Thore’s 
condition was catastrophic: His saturation laid 
between 70 and 80, his heart frequency was ris-
en massively (like having a fever), his lips were 
dark blue. He was gargling severely, but was 
unable to cough it up. Even under anesthesia, 
he screamed in pain. At times there were seven 
people standing around his bed in the recov-
ery room in order to be able to intervene at any 
time. 

His condition improved only very sluggishly, 
the side-effects of the operation were extreme: 
Large fluid deposits in the belly and the lungs, 
yellow eyes due to the puncturing of the liver, 
frequent vomiting coupled with old and very 
large casts, nose-bleeds and the most awful 
stomach aches, especially at night accompa-
nied heavy cramps. When it became especially 
unbearable, Thore received morphine. 

Eventually, clearly noticeable neurological ab-
normalities ensued: His pupils were different 

sizes and reacted with a delay, which remained 
the case for weeks. The sodium content in his 
blood was barely measurable, sodium had to 
be supplemented for months. Despite Thore 
always having decent cardiac performance 
and a standard value of 120, the pro-PNB value 
(blood marker for heart deficiency/cardiac load) 
climbed to an unbelievable 22,000. The loss of 
platelets was massive as well. A cause could 
not be identified to this day, but Thore required 
plasma and blood for several days in order to 
stabilize his values.

His liver values worsened, he had bruises all over, 
his EKG suddenly began showing abnormalities, 
his digestion dropped to a minimum. All of this 
and many other problems caused us increasing 
worries. Because Thore at times would become 
lethargic, irresponsive and entirely engrossed in 
his world. 

»It took Thore nine months to regain 
                                            his ‘normal’ state.«

   Jennifer und Patrick Romanowski

OUR EXTREMELY COURAGEOUS WHIRLWIND THORE

The only good thing about being in the hospital:  Thore was finally allowed to play 
videogames all day long.

20



He was sad, limp lacking energy and often 
lapsed into a for him very atypical “mumbling”, 
which to this day no one has been able to ex-
plain the cause of. On top of all this, our son 
got pneumonia during his stay at the hospital – 
overall, he was feeling extremely poorly. Along 
many other examinations, a CT scan of his head 
and abdomen revealed no abnormalities. 

It was only slowly, that he began recovering, but 
had to learn many things anew: walking for ex-
ample and eating. He had grown so weak that 
he could barely hold a soup spoon. The slightest 
physical activity exhausted him so much that he 
had to subsequently sleep it off. 

It took Thore nine months, to regain his “normal” 
shape. Never before had a procedure weakened 
him so severely – not even the Fontan surgery. 
           

»For the sake of Thore and all children 
             suffering from BP/PLE, we wish for 
German to collaborate closely with 
experienced medical practitioners in the 
                      USA and Europe.«
                                                                                                                            Jennifer und Patrick Romanowski

The impact upon mind and body was in part to-
tally devastating, to this day he is suffering from 
the long-term effects. His blood sodium levels 
for instance are still not back to a hundred per-
cent and his liver values are also not optimal. 
But there is a glimmer of hope: His EKG is back 
to normal, and, thank God, his neurological ab-
normalities are also history. 

The staff at the hospital was quite attentive and 
made themselves available for Thore and myself 
as his accompanying dad at all times. Through 
the careful intervention on individual lymphatic 
pathways instead of completely sealing of the 
entire lymphatic stem, unnecessarily endanger-
ing Thore was supposed to be avoided. And still 
our son went through hell – and we did along 
with him. He had to endure a lot – too much ac-
tually – and still has not been able to get rid of 
his Bronchitis Plastica. Therefore, it is our wish 
that the experiences of the few lymphatic inter-
ventions that have been performed world-wide 
are gathered and evaluated, in order to gain in-
sights about the different potential courses so 
that severe outcomes, such as Thore suffered 
can be avoided. 

Thore has to use his inhaler multiple times a day 
in order to be able to live with BP. At some point 
that will no longer suffice and another proce-
dure will become inevitable. He is not the only 
one who is afraid of this. 

Jennifer und Patrick Romanowski
kontakt@pr-illustrations.de

jennifer_romanowski@gmx.de

Today, Thore (pictured with his little brother) is, thank God, the joyful, lively fella that 
we all missed for so long.
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Hello, my name is Jasmin Chemnitz and I am 
19 years old. I have a chronic heart defect that 
presents a life-long challenge for me. I too did 
not have an easy life, but perhaps I can offer you 
a little light at the end of the tunnel. 

The “roughest congenital heart-defects” in my 
case were made manageable with the aid of a 
Glenn-anastomosis as well as a duct separation, 
an aortopulmonary Shunt (Blalock-Taussig) and 
an extra-cardiac tunnel. 

In 2009, my entire life was turned upside down 
– I received the diagnosis of protein loss en-
teropathy. Everything began getting worse. My 
parents sought out countless doctors with me 
and I spent a lot of time in hospitals undergoing 
hopeless interventions and procedures. 

Then we got lucky. A prominent doctor gave 
us a tip, which instantly changed my life for 
the better. We were told about of the surgical 
procedure called interventional sclerotherapy 
of lymphatic fistulas, which could reduce pro-
tein loss: At the university of Leuven in Belgium, 
attempts are made to seal the affected lymph 
node through a special method of accessing it 
with a catheter through the liver, so that the 
body’s own protein production can be curbed. 
THAT gave us hope.

I will not be able to take away your fear of the 
procedure completely. But what I can tell you is 
that I barely noticed anything. That’s why, unlike 
other patients I did not need to go to the ICU 
and was able to leave the hospital after just one 
week. I only felt a little pain. And my condition 
improved remarkably quickly. 

   

Apparently, I was very lucky. Because previous-
ly we had been told, that it may require several 
procedures to achieve any significant improve-
ment. Two were enough!

Since then I have been able to live an almost 
“normal” life as a young adult. My experience of 
life has improved and I’ve started pursuing my 
dream-job by apprenticing as a hair-dresser. 

Of course, I still have to continue to subject my-
self to frequent doctor’s visits and medication. 
But my quality of life has definitely improved 
drastically.

Furthermore, I feel that I am in very good hands 
at the Heart Center in Leipzig! I would like to 
hereby give the entire team a very, very big 
Thank You! 

Jasmin Chemnitz
chemnitzjasmin@gmail.com

A CHALLENGE WITH A LIGHT AT THE END OF THE TUNNEL
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Dear members of Fontanherzen e. V.,
dear adult Fontan-patients,
dear Fontan-families,
dear relatives, dear friends, dear supporters!
 

Under the motto COMMUNITY-RESEARCH-AID the as-
sociation Fontanherzen e. V. has been consoli-
dating important Fontan-knowledge from doc-
tors and families for years. 

OUR MAIN GOALS FOR DOING SO

— We seek to achieve a long-life expectancy and a noticeable   
       improvement of the quality of life for all Fontan-patients.

— We want to help children and adults with severe 
       complications.

— We want to protect other Fontan-patients from these
       in part life-threatening complications.

ARTIFICIALLY INSTALLED FONTAN CIRCULATORY 
SYSTEMS STILL PRESENT A GREAT PUZZLE FOR 
DOCTORS AROUND THE WORLD

While there are many different on-going stud-
ies, they only have few participants, because of 
the small number of only 2-3 percent of all ba-
bies that are born with congenital heart-defects 
surviving with only one heart valve. The sample 
size is small, the number of survivors with com-
plications even smaller.

Nevertheless, Fontanherzen e. V. continues to 
fight for the consolidation of knowledge, obser-
vations and experiences, so that as many Fon-
tan-children and -adults can be saved from that 
fate. 

Since no one knows how many Fontan-patients 
there are in Germany, it is also unknown how 
many suffer severe complications, how many 
die, what they die from and at what age they 
die.

Fontanherzen e. V. is compling an anonymous 

EPILOGUE
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databank with the permission of the Ethics 
Commission of Magdeburg within the frame-
work of the ResearchFosterProject (FFP).

Doctors and those afflicted by the illness are 
supposed to have access to it in the future in 
order to be able to receive useful information.

EXAMPLES

— How many Fontan-patients live in Germany?

— How many Fontan-patients only have general health issues
      similar to those of healthy individuals?

 — How many Fontan-patients suffer from specific and 
      therefore rare complications? What are those and how can   
      they be treated?

— For how many Fontan-patients have life-threatening 
      complications been connected to the limitation of quality of 
      life and life-expectancy?

— How many Fontan-patients have died?
      What did they die of and at what age?

— How many Fontan-patients have suffered trauma and 
      mental health problems due to their illness and their 
      resulting circumstances?

— Which medications cause which significant side-effects?

      »Don’t look away, watch!
                 Knowledge saves lives!
             Everyone can help!« 

Fontanherzen  e. V.

Free research 
memberships 

for all, who would like to 
participate in our 

ResearchFosterProject.

Applications for free research
 memberships can be sent 

via email to: info@fontanherzen.de
or in the mail to:

Fontanherzen e. V.
Schillerstr. 5

39108 Magdeburg

NOW
NEW!

   Please reach out to us 
       – please pass it on! 

To all who are interested 
– especially twins and their families as well 

as all BP- and PLE families and sufferers: 
You’d like to support specific research for all 
the children, big and small suffering from 

severe heart defects? Fantastic! Please reach 
out to us at:

ffp@fontanherzen.de

As an association specialized in Fontan-heart-
patients we are familiar with the majority of 
those afflicted by univentricular hearts, who 
have been or should be attended to with a Fon-
tan-circulatory system palliatively. We are cap-
turing all data pseudo-anonymously in order 
to be able to compare the groups with and wit-
hout complications by virtue of follow up ques-
tionnaires.

24



SUFFERERS AND THEIR FAMILIES WISH …

… to not be left alone with their worries and fears

… to work closely with doctors as a team and to be respected  
as equals

… for more openness regarding questions about novel 
 medications or treatment options

… better registration and education about medications and 
their potential side-effects

… interdisciplinary treatment and research

… more empathy

SUFFERERS AND THEIR FAMILIES REPORT THAT…

… in general, the care they have received at the hospitals
during times of surgeries has been very good

…that differing treatments, medication dosages, 
and estimations at different hospitals cause doubts 
– for example: blood-thinners

… that doctors do not speak a uniform language – some
trivialize life with a Fontan- circulatory system (especially 
in regards to laws pertaining to disabilities), others will 
emphasize in front of the children, that the long-term 
effects of having a Fontan- circulatory system are very 
dangerous and that their life-expectancy is uncertain

SUFFERERS AND THEIR FAMILIES FIND IT BURDEN-
SOME, THAT…

…their worries and inquiries about noticeable complaints
– such as leg pains, traumata or nausea are often not 
acknowledged and not recognized or accepted as typical 
side-effects of a Fontan-circulatory system

…that more and more doctors, when faced with severe
complications in Fontan-cases (for example PLE) advise to 
get a transplant, which also triggers many fears

…that the differing courses within the body through the 
Fontan-circulatory system can take a severe toll on many 
organs; especially the liver is affected. 

…that a large amount of high-school aged heart-patient
children begin being excluded; their lowered capacity 

for physical performance and their heart-condition are 
invisible

…that cardiologists like to positively emphasize that 
nowadays 90 percent of children with heart conditions 
make it to adulthood. But what about the rother 10 
percent?

…that their problems, fears and worries are met with very
little empathy and understanding from society

…that their peers and teachers often cannot comprehend the
invisible reasons their performance limitations

…that children with heart defects are “forgotten” by 
health-politics – for example: Corona; when assessing at-
risk groups politicians placed them on the same levels as  
healthy children

…that the interdisciplinary multi-focused research and
medical care of children with severe heart conditions is not 
on placed on the same level as that of children suffering  
from cancer

Fontanherzen e. V. has been fighting for ten 
years for just one or two interdisciplinary Fon-
tan-centers to be established in Germany. These 
are not to replace the care under the treating 
cardiologists and heart-centers, but rather to 
foster multi-focused collaborations and secure 
the best possible long-term care for Fontan-pa-
tients by consolidating knowledge about the 
complex illnesses that follow and the side-ef-
fects of medications.

The cooperation of doctors, hospitals and Fon-
tan-centers aims at faster research with the larg-
est possible numbers of participants in order to 
achieve an improvement of the quality of life 
and life-expectancy of all children and adults 
with a Fontan-circulatory system. 
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HEART-PENDANT-CHALLENGE

Attention, compassion and understanding are 
things our children with half a heart wish for the 
most. 

Our HEART-Pendant-Challenge contributes to 
this – and on May 5th, 2022, the day of children 
suffering from heart disease, we are aiming to 
set a HEART-Pendant-chain-world-record.

CALENDAR

April 22nd to 24th 2022

HEARTmeetings for 50 families at the holiday 
home park Silbersee (about 50 km from Kassel); 
featuring expert presentations, sports, games and 
lots of exchange

May 05th 2022

HEART-pendant-chain-world-record in Mag-
deburg: joyfully-colored HEART-pendant-chains 
from all over Germany will bring about the lon-
gest HEART-chain in the world!

Our children with heart-disease received and continue to receive help 
from their enthusiastic siblings, families, friends, Kita- and daycare 
groups, schools, housing communities and companies and businesses 
in creating these hearts with love and chaining them together. 

Join us – every HEART, every HEART-chain counts!

June 1st to 05th, 2022

Fontan-siblings time-out

July 13th to 17th, 2022

HEART-children’s time-out

August 17th to 21st 

HEART-teens-time-out

Calendar can also be found at www.fontanherzen.de/termine

CURRENT NEWS

26

advertising poster for the HEART-PENDANT-CHAINS-WORLD-RECORD!



ORDER AT WWW.FONTANHERZEN.DE 

Lino, Maya and the Lionhearts 
A children’s book about heart defects
recommended reading for kids 
and grown-ups alike especially for 
Kindergarten/school

MCT-cookbook
features many delicious recipes  

HEART-EMERGENCY-PASSPORT

Stuffed animal Leo Fontano >>>

THANK YOU!

We would like to thank all supporters and donors, who have 
continuously made the work of Fontanherzen e.V. possible:

—  Support line for our families

—  Self help meeting with expert presentations and exchanges

—  Networking with doctors and therapists

—  A multitude of everyday aids like the Heart-Emergency-Passport, 
         MCT-cookbook, stuffed animal mascot Leo Fontano and his  
         coloring book designed to inspire courage

—  Crisis intervention team Germany wide for families in distress

—  Professional appearances in public

—  ResearchFosterProject – self-help for life-saving therapies

—  Construction of a regional Fontanherzen e. V. – self-help group
         network

We would like to thank the publisher and chief editor Rolf Stuppardt 
in particular from the bottom of our hearts for his great support and 
his devoted interview about the ambitious efforts of our association in 
THE WORLD OF HEALTH INSURANCE (see QR-code to the right)
         

      

        »From the bottom of our
 hear ts and on behalf of all our  
            members: Thank You!«

                                                               The Board and Advisory Council of Fontanherzen e. V.
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FOR COLORING
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(...) The two little lionesses were in a good mood and cheer-
fully chatted away: »We too have special type of heart, just 
like you. We were feeling really awful, but since Dr. Fontan 
performed surgery on us, it’s been much better«

And then Lana and Lilly, those were the little lionesses’ 
names, began telling jokes. They were really good at it. So 
good, that Leo almost rolled out of bed from laughing. His 
sadness was gone. Only the scar on his chest pinched a little.

 from  »Leo Fontano and his special heart«
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MEMBERSHIP APPLICATION

FIRST NAME, LAST NAME

DATE OF BIRTH

STREET AND HOUSE NUMBER

ZIP CODE

PLACE

E-MAIL

TELEPHONE NO.

MEMBERSHIP TYPE (family-/relatives-/foster- membership)

NAME OF AFFLICTED INDIVIDUAL

D.O.B. OF AFFLICTED INDIVIDUAL

OTHER FAMILY MEMBERS (first and last name, D.O.B.)

DESIRED MEMBERSHIP CONTRIBUTION IN EURO

ACCOUNT HOLDER* 

BANK* 

IBAN NUMBER*

BIC NUMBER*

* please complete for SEPA-debit charge

FREE RESEARCH MEMBERSHIP FOR AFFLICTED SUFFERERS AND THEIR FAMILIES
 

   I would like to participate in the structured collection of knowledge of afflicted individuals and parents, in  
       order to support research for patients with only one functional ventricle and would like to receive 
       information in regards to this topic!

Privacy notice: The data collected here will be used exclusively for non-profit and caritative purposes (for example: the experiential exchange of those 
afflicted, passing along of contacts, preparation of informative material, maintenance and advice.) You can find (more) information regarding privacy- 
and data protection, on the Internet at: www.fontanherzen.de/impressum/

Please check 

     I have taken the declaration on data protection into consideration and agree to data-processing within the framework of its established purposes. 

                                                                                          Signature, Place, Date  
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Fontanherzen  e. V.

Schillerstraße 5
39108 Magdeburg
Tel: +49 391 59689257
E-Mail: info@fontanherzen.de

Steffi Sänger (1. Vereinsvorsitzende)
Vereinsregister Stendal – Sachsen-Anhalt, Nr. VR 5739
Carmen Krickau
8. März 2022
Anneke Bieger
FLYERALARM GmbH

For reasons of improved legibility, we have abstained 
from the simultaneous use of linguistic imple-
mentation of the masculine, feminine and diverse 
forms. All descriptions of persons are simultaneously 
designated for all genders.
In order to achieve a better general understanding 
we publicly use the terminology “half a heart” even 
hough it is not only patients with hypoplastic heart 
defects who may require a Fontan circulatory system 
for survival. 
Fontanherzen e. V. sets value on transparency, ex-
change and diversity of opinion. Representations and 
contributions identified by name do not necessarily 
reflect the views of Fontanherzen e. V..

The next FONTANHERZEN-UMSCHAU will be published 
in autumn 2022.

Editor
Editorial staff and  

                             publisher 

Legally responsible
 for content

Association register  
Editorial contributions

Editorial deadline
Publishing finalization

Print 

Notes

MEMBERSHIP

Membership
Family- and relatives- membership
starting at 36 Euro

Foster Membership
– we are happy about every new member! –
starting at 50 Euro 

Fontanherzen e. V.
attn.: Steffi Sänger
Schillerstr. 5
39108 Magdeburg
info@fontanherzen.de
Tel: 0151 700984063

Our bank connection
Fontanherzen e. V.
Harzsparkasse Quedlinburg
Account number: 901014842 / Routing number: 81052000
IBAN: DE65810520000901014842 / BIC: NOLADE21HRZ

You can pay your membership contribution by direct transfer or by pro-
viding your account information and allowing the amount to be with-
drawn from your account by means of SEPA money order.

Our creditor-identification number 
DE90 LEF 000 00 60 64 42

SEPA-money-order
You authorize Fontanherzen e. V. to withdraw your membership con-
tribution in the specified amount from your account via (revocable) 
money-order. Simultaneously you are instructing your credit institute to 
redeem the money-order withdrawn from your account by Fontanherzen 
e. V.  The first-time billing occurs upon joining the club, thereafter annu-
ally on March 01st of each year.  Tip: Within eight weeks of the transfer  
date, you may request the refund of the amount, whereby conditions 
agreed upon between you and your credit institute apply.

Welcome package with encouragement from Leo Fontano and his coloring adventures - 
for all little hearts and their siblings.

IMPRINT
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