

[image: cover]




Dear readers,


I want to tell you my story. I fell ill with Susac syndrome in June 2012. The final diagnosis was not made until February of the following year. In the meantime I went through an odyssey involving various hospital stays, rehabilitation clinics and misdiagnosis. In those long eight months it was unclear whether I would survive, and if so, how. This book has been written for other sufferers, their families and friends, and also for doctors. I want to show which drugs helped in combating the rare disease, as well as the obstacles my family and I had to overcome. This book could be seen as an advice, guidance and information booklet. It is not about attributing blame because of one misdiagnosis but more about creating awareness of this and other rare diseases. Christine Scholz considers a disease “rare”, if “less than 1 in 2000 people on average contract it. More than 8000 diseases are currently considered rare. In Germany approx. 3 million patients live with rare diseases.”1


This text was created in the form of collages, from my personal memories, those of my family and friends, of my boss at the time as well as my treating physician. For those interested, there are also reports from my doctors. Some of my memories were expanded by the narratives of others or corrected.


Sascha Groh


Cologne, March 2020





1 Scholz, Christine: Liste der Zentren für Seltene Erkrankungen [List of Centres for Rare Diseases]. Current status. In: medizinische Genetik volume 29, 2017, pp. 13-20. online at: https://link.springer.com/article/10.1007/s11825-017-0128-4; accessed on February 29, 2020.





Susac syndrome, information from the


European Susac Consortium


According to information from the European Susac Consortium, Susac syndrome is one of the rarest diseases. Based on the current research status, its cause and origin are not yet known in detail; nor have any genetic or other risk factors for the syndrome so far been detected.2 An autoimmune cause may be assumed. According to the current state of medical knowledge significantly more women fall ill than men between the ages of 16 and 40. With reference to the progression of the disease, the website of the European Susac Consortium states: “There are two types of progression: a monophasic course of development (after a few years self-limiting in most cases) and a polyphasic and progressive one […]. Considering the likely vasculopathy in the relevant three organs, Susac syndrome manifests itself symptomatically with a triad of (1) central nervous symptoms (predominantly encephalopathy and / or focal neurological symptoms), (2) hearing disorders (inner ear hearing loss, tinnitus) and (3) visual disturbances (visual impairments, visual field defects); the three components are rarely found simultaneously. In some people they appear over time. […]. There is a narrowing and occlusion of very small vessels in the brain, ear and eye. Recent research results suspect misdirected immune cells, so-called cytotoxic CD8 + cells which become dysfunctional. Initially common are episodic headaches that can occur several months in advance of other symptoms. The combination of the clinical symptoms of visual disturbances and CNS symptoms in patients in the second to fourth decade of life leads the polycyclic form in particular to be frequently misdiagnosed as multiple sclerosis […].”3


At the time of my diagnosis in 2012 a total of 304 patients had been evaluated worldwide.4





2 see https://eusac.net/ueber-Susac-syndrom-krankheitsbild.html, accessed on March 17, 2019.


3 Presentation by Ilka Kleffner for the Eusac network.


4 Online at: Nat Rev Neurol. 2013 Jun; 9 (6): 307-16. doi: 10.1038 / nrneuro1.2013.82. Epub 2013 Apr 30. Characteristics of Susac syndrome: a review of all reported cases, accessed on October 21, 2019.





Preface by Prof. M. Krämer, Senior


Consultant in Neurology, Alfried


Krupp Hospital, Essen5



Dear readers – anyone, that is, who is interested in Susac syndrome – In this preface I would like to recommend that you read these autobiographical memories by a Susac patient.


For rare diseases, information in easily comprehensible language is important. This book, however, can do more than just provide knowledge about a rare disease. It is not a factual book, but gives hope and courage to other sick patients with subjective impressions. I recommend this book to healthy readers and healthcare workers because the multifaceted description of the many dimensions of this disease is an invitation to change one’s perspective. From smelly sick rooms to confused bed neighbors and the yearning for cigarettes, every human aspect is nicely covered.


Susac syndrome – the name sounds mysterious.


Many sufferers have been through a real odyssey before receiving a correct diagnosis and finding a targeted therapy. This book makes you understand the biology behind this disease better. As with many rare diseases, it is not just hazardous if you miss out on proper treatment at an early stage; in addition, the risk of dangerous and expensive mistreatment is immense. Rare diseases are in their entirety not “rare“ at all. In Germany more than 4.8 million citizens are affected, the EU has around 40 million people who suffer from one of the approximately 8,000 rare diseases. Since no doctor can know all rare diseases, but humans tend only to see what they know, humility is the greatest virtue in a doctor; so when dealing with patients who present with unclear conditions, you should listen, question and ask for advice and a second opinion.


In recent years in Germany a lot has been done, with federal government initiatives, academies for rare diseases, and especially advances in the field of medical education, advising health care professionals to listen to patients without bias and without passing judgment.


These efforts come up against economic constraints, the limited time resources in healthcare and the all-inclusive price in medical practices and hospitals.


By reading this book I hope you can learn not only from Sascha’s experiences but have fun reading it despite the underlying tragedy.


Some episodes are weird to bizarre, some just touching and sad. Family cohesion and the persistent support of just a few friends, along with Sascha Groh’s relative recovery, make for what is definitely a happy ending.


I wish you ample courage and strength with rare diseases. In not letting himself be got down, Sascha Groh is unquestionably a model worthy of imitation!


Yours,


Markus Krämer


Professor of Neurology at the Medical Faculty of Düsseldorf





5 Prof. Dr. M. Krärner has been my treating neurologist since 2013.





Prologue


My name is Sascha. I was born in Koblenz, Germany in 1976 as the second child of my parents Horst and Marlies Groh. My sister Nicole, three years my senior, and I grew up on the outskirts of the city where the Rhine and the Mosel meet. Our parents separated when I was nine. From then on I lived with my mother while Nicole stayed in the family home with our father. I was a mediocre student and preferred to stay inconspicuous and not be at the center of attention. I enjoyed hanging out with older people from my neighborhood. They were so wonderfully calm and had a lot of stories to tell. They also had ice cream in all varieties, which was not something to complain of.


In March 1997 I moved to North Rhine-Westphalia for professional reasons, after having successfully completed an apprenticeship as a hotelier. I stayed at various locations, both professional and private. When it all started, I was 35 years old and employed at a large well-known company in Bonn as an assistant in project procurement. My job offered me new challenges every day. I lived in a fancy single apartment in the heart of the city of Cologne. As befits an immigrant to the city, I was actively involved as a carnivalist in an up and coming carnival society. My circle of acquaintances was large, I was often on the go and enjoyed the cultural opportunities the cathedral city offered. Fear of the future didn’t exist for me – until a certain day in June 2012.
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This photo shows me before I got ill.








June 2012


Sascha


June 26, 2012


It all started on a Monday morning late in June 2012. When I woke up, I was trembling all over. Tears were running down my face. Any attempt to form a thought seemed to fail. I had no idea what had just happened to me, only that I needed help as soon as possible. So I tried to contact my family doctor by phone. There, however, only the answering machine answered and announced the phone number of the stand-in physician. I can’t remember today how I managed to make an appointment with him. The receptionist realized my panic and gave me an appointment the same morning. Unable to drive myself, I asked my sister Nicole to accompany me to the doctor.


When the doctor treating me asked a little later what was wrong with me, I immediately started to cry. I don’t know why I reacted like that. So I searched frantically for a logical explanation for my present state. I explained my current state of emergency to myself and the doctor treating me as follows: The new work processes in my job have increasingly been stressing me out for quite some time. The longer I stayed with the company, the more activities in my area of responsibility had increased.


At the time of my breakdown I was working as an assistant in project procurement. Recently, department reporting had also been part of my work. In the past week the associated tasks had been increasingly demanding. Used to managing problems on my own, I had not been able to switch off for some time now, which inevitably resulted in my becoming more and more nervous and tense. This was explanation enough for me, and also for the doctor. Apparently it needed no further investigation. The doctor prescribed me an antidepressant and rest. I panicked and asked him to inform my boss about my sick leave, and tell him to please not contact me during this time. I was uncomfortable about showing weakness on the one hand, but on the other I wanted nothing more than to be able to switch off again. I didn’t listen to the call between my doctor and my boss.


Torsten Stannieder, Sascha Groh’s superior 2008-2012


In July 2008 I changed employers; at the new job I was counting on the support of an assistant. On my first working day I found out that my assistant was currently on vacation. This was my first encounter with Mr. Sascha Groh.


After his vacation we got to know each other. I noticed Mr. Groh’s caution towards me very early on, it took some time to wear off. It was apparent that Mr. Groh had already experienced a lot in the company and was nonetheless still highly motivated. Our workflows became increasingly familiar. Each of us knew what to do and to expect from the other. As a team (boss and employee) we got better at working together month by month and over the years until 2012, when I observed a change in our professional relations. Mr. Groh was more thoughtful, his lightness seemed to have been lost and he was reacting more sensitively than usual.


The first thing I always do is check myself: Did I change, have I done something wrong or did I demand too much of Mr. Groh jobwise? I concluded on reflection, however, we were communicating as we had done in previous years. So I asked Mr. Groh directly and he just said, “Everything is fine, everything is OK.” His job also involved responsibility for the weekly departmental report. Once he had got used to this it went smoothly, though it wasn’t exactly rocket science. Just a matter of playing around with a few Excel tables to make it look good. Mr. Groh started to find this work more stressful in 2012, he did (in my view) slightly panic, and apparently he was also having stomach and bowel problems. Following consultation I decided to split the reporting and another colleague took over half of it. Some team members took exception to my decision, which I for my part found hard to understand.


Then in June 2012, I was sitting in my office and received a call. The caller introduced himself as the doctor of Mr. Sascha Groh. The first thing he said was, “I can’t tell you everything for reasons of medical confidentiality and protection of privacy.”


This call shocked me. Never before had the doctor of a colleague or employee called me. The doctor wanted information about the past few months of our working together and about Mr. Groh’s activities. I confirmed to him that the reporting, in particular, wasn’t exactly rocket science, but at the moment Mr. Groh was finding it too much. Then he described his experience with Mr. Groh superficially and I thought: BURNOUT! at once. I asked the doctor if it was a case of BURNOUT. He didn’t confirm it, but left me with that impression. At the end of the approximately 20-minute conversation he informed me that he would have to take Mr. Groh out of circulation for quite some time. After the phone conversation I immediately informed my superior and the colleagues from my department. Again I was struck by the rather curt reaction of colleagues and employees, who seemed to make light of the absence of Mr. Groh, whereas my then superior responded superbly and also offered to help – quite like me in fact.


Sascha


June 26, 2012


With the diagnosis of burnout and a prescription for an antidepressant I was on sick leave for three weeks. Relieved, and in the firm belief that my condition would improve soon, I left the practice.


Today I know that I would no longer give any doctor an initial self-assessment.


The way home turned out to be arduous in my condition, as my sister had gone back to work. Even though my head ached massively and I myself had a hard time concentrating on the drive home, which I see in retrospect was irresponsible as I was a threat to myself and my fellow human beings in the condition I was in. At home I immediately crawled into bed. Still my head seemed completely confused. Inwardly I was agitated even though I was lying calmly in my bed. Fear rose and seemed take the breath out of me. An irrational fear seized me. Fear that someone could ask me something I did not want to and could not do and that I didn’t feel able to do. My head didn’t seem to be able to filter anything anymore, all thoughts and stimuli were immediate. Was I losing my mind? For the first time in my life I turned off all of my communication devices. Now I couldn’t be reached either on my two cell phones (one company, one private), or on my landline.


This calm around me gave me security because now nobody could make any demands. I withdrew from everything and everyone. I do not know how long I was lying there, but at some point I must have gotten tired and fallen asleep.


The next few days I spent alternating between the couch and lying in bed. Eventually I noticed that I got calmer thanks to the tablets I had been prescribed. I finally succeeded in what I hadn’t done in a long time: just relaxing! I blossomed. After 14 days I was high spirited and drove with my sister Nicole to visit our father in our nearby home town over the weekend. I met friends in the afternoon for a coffee in the old town of Koblenz; things seemed to be on an upward trend again.


Iris


July 14, 2012


When I got off my bike, I saw Sascha in the distance. He was already having his first cup of coffee. A bit awkwardly, I locked my bike and looked down at myself. The wind had tangled my hair and my old dress had seen better days. When I am with Sascha I routinely get a rather bad conscience. In contrast to me he always looked perfect. So he did this afternoon, too.


We hugged each other warmly, and quickly told each other what we had been doing in the last few weeks. Sascha lived one hour’s drive from me. Since I had a small family we saw each other less often than before. We had met years ago during a youth leisure activity that we supervised together. And since then the friendly contact had not broken off. For me, Sascha was one of those people with whom I never lost the connection, even after not being in touch for a long time. When I got married, he was proud and excited as he drove our bridal car, and he liked to push my daughter’s stroller through the old town of Koblenz. He suppressed an amused smile when people thought he was the father. We always laughed heartily about it and played the game. Sascha has always been the well organized guy. Planning, preparing, creating structures, that was something he was passionate about. He liked to talk about his job and the areas he supervised. I often had to smile inside when he gave me euphoric accounts of his organization of events. I myself often understood little of the detail. This afternoon, however, Sascha looked a bit harassed. He told us that he was on sick leave. He mentioned this casually in a subordinate clause, so I didn’t ask directly. Only later did he report that he was diagnosed with burnout and was supposed to be staying at home for now. When I asked about his diagnosis, I only got the short answer that everything was a bit much for him at the moment. As another acquaintance of Sascha’s joined the group, one I did not know, I did not ask further. After three large caffe lattes and a few cigarettes (the one addiction that we passionately indulged despite social disapproval), we said goodbye with a laugh. If Sascha seemed restless on this occasion, it would not have lodged in my memory, if it had not been the last time I saw him before his collapse.


Sascha


July 14, 2012


I spent the evening with my father and my sister in a wine bar we loved with delicious wine and home cooking. It was a relaxed evening like I hadn’t experienced in a long time. We spent the night at my father’s house. I woke up in the morning with a slight headache, which was probably the result of the all too delicious wine the night before. We went to a nearby bakery for our breakfast brunch. The sounds of other breakfasters bothered me and my head. My father and Nicole laughed and emphasized that I, as the baby of the family, probably didn’t tolerate as much alcohol as my older sister. I tried to fight my growing hangover with over-the-counter medication, with only moderate success.


I remember the afternoon on my dad’s terrace as very relaxing despite the headache. In this family atmosphere many childhood memories that I had completely forgotten over the years blossomed. That afternoon would turn out to be one of the last carefree occasions for a long time.


Dad


July 14-15, 2012


I rarely saw my grown children alone. The sunny afternoon in the wine tavern was all the better for it. Sascha and Nicole were exuberant and fooling around. The wine contributed too. My children had the waitress at their beck and call and our glasses were always immediately refilled. Around 11 pm we left the tavern and decided to have breakfast together the next day. Nicole and Sascha immediately went off to bed. I felt good with my grown kids. As proud as I was of them, it made me feel wistful that they had grown up so quickly. When the two crawled out of their beds the next morning, they both complained of a headache. It had probably been one bottle of wine too much. A substantial breakfast would change that, so I thought. This did not affect the good mood carried over from the previous evening, however. Towards afternoon my children made their cheerful goodbyes despite the hangover and headed for Bonn and Cologne. Everything seemed to be in quite OK.


Mom


July 2012


Finally, I had made it! My partial retirement had started. I had been looking forward to it for many years. My children were grown up, independent and well-behaved. Nicole and Sascha lived near me and our relationship was close. After long years of working and family responsibilities I was looking forward to a new phase in my life. Sleep in, no more stress at the office, reading, shopping with friends, and and and …
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