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The greatest achievement in life is to lose fear. When you are no longer afraid, you are free. 


Once this happens you will achieve any goal, in time, with focus and determination.


Vera Twomey









Dedication


For Ava, of course. Sophia, Michael and Elvera-Mae have infused my life with joy, happiness and love. They are a constant reminder of what childhood should be about. To my husband, Paul, who has been beside me every step of the way and is still there. You helped to lighten my load on so many occasions, I hope I helped to lighten yours. In memory of my late father, Michael, who was a mighty man. To my wonderful mother, Katty, for your unconditional support and love throughout the years. The family would be lost without you.







Foreword


I’ve had the privilege of meeting many remarkable people in my role as a public representative in the Irish parliament; however, occasionally someone truly inspiring crosses my path. Vera Twomey most certainly falls into that category. As much as this is a book about dealing with a child’s terrible illness and fighting for medical justice, it is essentially a book about a mother’s love and devotion to her daughter. It isn’t until we’re tested that a person learns what they are capable of and how strong they can be. This story teaches us profound lessons about friendship, solidarity and the human condition.


I first met Vera and her husband, Paul, in May 2016, in Leinster House. They had come to highlight the desperate situation they faced regarding their daughter Ava’s health and how they were committed to doing anything they could to alleviate her immense suffering. Vera’s impassioned plea struck a chord and after listening to her speak I knew that something had to be done in terms of legislation for medicinal cannabis. That meeting would start the process and the development of a deep friendship that helped bring the issue to the national stage.


Vera’s campaign to gain access to medicinal cannabis for Ava has captured the public’s imagination and they readily took this extraordinary family’s plight to their hearts. Her dauntless will and determination in taking on an obdurate establishment was both inspirational and moving. The narrative that played out was one of institutional resistance and inherent conservatism, within both the political and medical spheres, in relation to access to medicinal cannabis. Her sheer devotion and commitment to Ava drove Vera to anything and everything in securing the necessary treatment.


Vera’s fight for Ava is one no family should ever have to endure. Their enormous sacrifice will hopefully make it easier for others in the future to avoid the monumental obstacles that were placed in their way. I am more confident than ever that access to medicinal cannabis will happen in Ireland. It is inevitable. The winds of change have fundamentally altered people’s awareness of its enormous benefits.


History will show that it was one woman, exhibiting incre­dible courage and conviction, who took on the system, won the right to obtain access to medicinal cannabis for her daughter, and paved the way for so many who will benefit from her heroic struggle. Vera always said to me, ‘Gino, we need somebody inside and outside the parliamentary gates to win.’ I’m glad to have played a role in the past few years, but ultimately it is people like Vera Twomey who have begun to open the gates for the many people who may benefit from the use of medicinal cannabis to help alleviate their pain and suffering.


On that afternoon in May 2016, when I first met Vera and Paul, I didn’t realise what lay ahead, much less its significance. Since then I have developed a deeper awareness and appreciation of the courage exhibited by so many carers and ill people living in Ireland. Their courage is infectious and, together with dogged persistence and solidarity, we can move forward to success. Now that is something truly worth fighting for.


Gino Kenny, TD




Prologue


A Normal Day


‘I have sadness in me, I have anger in me,


I have heartbreak in me.’


– Ellen DeGeneres


It was early in 2016 and just a normal day, or as normal as it ever gets when one of your children suffers from a serious, chronic illness. Ava’s epilepsy had long since taken over our lives. Every waking moment was consumed by it. I operated under constant fear and tension, waiting for the next seizure. It was coming, though you never knew when – but as sure as day it was coming. We had reached a stage where Ava was having several seizures almost every day, with over twenty on a bad day. They may have varied in extent and severity, but each one was an agonising experience, full of pain and terror.


I was in the kitchen that day, doing the washing and chatting away with my mother, Katty. The door between the kitchen and sitting room was open, so I’d occasionally snatch a glance at the children playing, to see that they were okay. You know yourself – when it’s quiet, it’s usually time to investigate what they’re up to.


The constant illness had sapped the strength from my six-year-old daughter. Ava had been out of sorts over the last few days, with another ear infection that raised her temperature, along with other alarm bells for an impending seizure, like how her previous night’s sleep had been very disturbed. The family needed to be vigilant. Being sleep-deprived had become part of daily life, as we monitored Ava through the night for seizure activity.


Bang.


A cry of distress came from the sitting room.


I rushed in, with my mother following right behind.


Ava was lying on the sofa, her torso stiff as a poker but her arms and legs jerking uncontrollably. She had a fixed, far-off look in her eyes. She wasn’t in the room any more; the seizure had her.


I needed to control my worry and, to be honest, keep myself from panicking. You go into automatic pilot mode when a seizure strikes; you tell yourself, ‘Keep calm, you know what needs to be done, just do it.’


While my mother stayed with Ava, I ran back into the kitchen. Reaching up, I got the rescue medicine, Buccolam, from its appointed place, high up in the press. It’s powerful stuff and not to be used lightly. It may stop a seizure – though not always – but either way it would leave Ava zonked out for several hours afterwards. No, it wasn’t to be used lightly at all. Still, it was all that was available.


My mother told me, ‘Twenty seconds, Vera’, as I hurried back into the sitting room. We still had time; it might stop of its own accord. You had to wait five minutes before administering the rescue medication, so it was an agonising waiting game, kneeling beside Ava, praying for it to stop. After five minutes she exclaimed, ‘Vera, it’s not stopping.’ She was right; if anything the seizure was growing in intensity, with more powerful muscle spasms. It was time, so I gave Ava the medicine, hoping it would halt the attack.


Afterwards, I looked up at my mother. ‘What do you think, is it easing off at all?’


She looked down at me with a pained expression. ‘No, Vera, she’s not coming out of it. I think it’s nearly time to phone for the ambulance.’


You needed to wait to see if the rescue medication would work before the next step: the emergency ambulance call. But my mother was right; we were at that stage now.


I made the call.


Whoever answered the phone on the other end recognised the number. ‘Hello, Vera, is that you? Is Ava having a seizure again? How long? Okay, we’re on our way.’ The call-outs were so regular that there was no need to provide an address.


I had a few short moments to phone my husband, Paul, who was at work, with the bad news and try to organise things for my mother, who’d mind the rest of the children. I also rushed to put some essentials in a bag for the looming hospital stay.


The ambulance arrived from Macroom in less than fifteen minutes. Ava was still seizing. Working quickly – we were well used to the procedure by now – she was gently lifted into the ambulance and off we sped. About twenty minutes later, we arrived at the hospital in Cork city.


So here we were, back in the Cork University Hospital (CUH) Accident and Emergency room again. How thoroughly sick of that room I was. Some of the most upsetting, distressing moments of my life have taken place there. The doctors and nurses surrounded Ava, trying to stop the attack. ‘How about if we try phenytoin?’ suggested a junior doctor.


‘But doctor, that takes half an hour to have an effect,’ I protested. I’d been through this process so many times.


‘Yes, oh, yes, that’s right, Mrs Twomey, it does. Have you experienced this before?’


‘Yes I have, too many times, and that one isn’t suitable; it’s never worked quickly enough for Ava.’


While this discussion was going on the seizure stopped as suddenly as it had begun. It had lasted about forty minutes from beginning to end. It had been a bad seizure, powerful. Another shocking day, but far from the worst.


Ava looked wretched and completely exhausted lying in the hospital bed. As I gently held her hand and stroked her hair, trying to give her some comfort from the pain or at least let her know she wasn’t alone, I wondered to myself: how did my family end up in such a terrible predicament?


Much more importantly and more urgently, I strove to think of a way to alleviate her suffering and give her a chance at a better, healthier life. As I held her hand, I silently assured her, ‘Ava darling, I promise we’re going to make it happen.’
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Early Days


‘To get the full value of joy, you must have


someone to divide it with.’


– Mark Twain


Growing up, the most dramatic event to happen to our family had to be the time our house was destroyed by lightning. This occurred when I was just one year old, so I’m relying on my parents’ recollection for this. We were all gathered in the kitchen for the evening, when a bolt of lightning struck the house and set it ablaze. The force of the strike dislodged a beam from the roof, knocking both my parents unconscious.


My father, Mike, awoke to find himself surrounded by flames. At the time, he wasn’t aware that his scalp had been split open by the falling beam. He just scooped up my mother, who was still slumped unconscious in her chair, and snatched me from my playpen, where I was apparently standing gazing at the surrounding fire. The tremendous power of the lightning strike had also somehow blown the kitchen door off its hinges, so he quickly carried us out of the developing inferno, saving our lives.


The phone line was down, however, so the fire brigade couldn’t be called. Dad stood in the yard, holding us both, and watched as the flames consumed our home. A small mercy was that the wind blew the flames and sparks away from the hay and animal sheds, saving the farm business. For the next year and a half, we lived in Uncle Mick’s mobile home at the side of the yard, until our new bungalow was built, which is our home to this day. I spent the rest of my childhood being referred to as the ‘girleen’ who had survived the fire.


My earliest memories are of accompanying my father as he worked on the farm. I’d feel very grown-up and responsible when he’d let me participate in some little odd job or other. I didn’t realise it at the time, but I had an idyllic childhood growing up in Aghabullogue village. There was an entire farm to explore and play in, save for a small number of dangerous, out-of-bounds locations. And sure, if you strayed onto the neighbouring farm, that was no problem.


The school I attended was a throwback to an earlier era. The heating was provided by old-style stoves, the desks retained the place for an inkwell used by previous generations, and when it came time to go to the toilet – ‘Teacher, an bhfuil cead agam dul go dti an leithreas?’ – we had to venture outside to a separate building to reach the bathrooms. Our school was small, but a strong part of the bedrock of the village community. Everyone knew and looked out for everyone else, and to a great extent the community hasn’t changed in that respect, which is in itself a lovely thing.


Playtime revolved around the local obsessions of hurling and Gaelic football. Occasionally, when the rain was pouring down and confined us to the playground’s gravel surface, we would switch to soccer, but we were back to hurling as soon as conditions permitted. Playing hurling was the major pastime and my best friend, Irene, and I would look forward to the hay being cut, so we could play a match out in the freshly cleared field. It would be just the two of us and our imaginary teams winning glory for the village, or, if we were lucky, her cousins would call and there’d be enough children for two actual teams. Then we’d get stuck in and no quarter was asked for or given. It was all great fun and was normal enough for my generation growing up in Aghabullogue, but extraordinary at the same time when I look back and compare it to the more structured play of children today.


The older and more capable you got, the more responsibility you were given. You’d be expected to ‘muck in’ with jobs around the farm. When the hay was baled in the summer, my cousin and I would be drafted into stooking the bales (forking the hay into a heap). We’d spend hours in the fields, stooking, chatting and larking about. At the end of our shift, we’d get a spin back in the trailer as the bales were brought into the hay shed. Our financial reward was a shiny fifty pence piece, which at the time seemed like a fortune. Those fifty pence pieces burnt a fierce hole in our pockets, because as soon as we received them we’d be off to the shop. A delicious Cornetto would relieve us of our hard-earned wages for the day. It was also a common enough occurrence to be following the cows down the road to the fields for the night after they were milked, while in the autumn, I can remember myself and my friends heading out to the hedgerows and collecting baskets and baskets of blackberries that my mother made into jam. They were great, carefree times.


As I grew up, I’d often look at my parents’ strong bond and wonder would I manage to be as decent and successful in my life as they were in theirs. Daddy diligently taught me to be honest and to ‘Tell the truth and shame the devil’. Just being around my parents and seeing how they conducted themselves taught me so much about how to live my life. ‘Do your best; once you give your best effort that is all that can be expected. Keep trying, no matter what the result’ was a creed that they preached and lived by. They both had a strong sense of justice and of what is right. Dad would say, ‘If a fella’s wrong, you don’t put up with it. Don’t lie down and take it, rather stand up and fight back.’ That would prove to be valuable advice in the years ahead, and maybe more of their spirit was passed on to me than I realised.


***


Meeting Paul was one of the most significant things to happen in my life. The joy at the time was unbounded; it was a whirlwind, a happy dream. Having the right person beside me, a real friend, someone who ‘gets me’, is the greatest gift I could possibly have received. Humour, a sharp wit and kindness are all traits he has in abundance and, along with my mother, he’s been my best friend and closest ally in the years since. Any ideas I’d have were teased out and discussed together at length, and his ability to see things differently to me usually resulted in us, together, making better decisions.


Paul and I got married in February 2009, the honeymoon followed, and soon after the news came that a baby was on the way. Was I ready? No. I don’t think anyone is ever really ready for such a life-changing event, even if they reckon they are. As the year progressed, I gradually got bigger, and bigger, and bigger. Eventually I reached the stage where I just hoped the pregnancy would be over soon as I could barely walk. But sure, the baby would arrive soon, I reminded myself, and from then on everything would be wonderful.


Looking back now, I can still remember all the plans I had: I was going to teach the child Irish from birth; Spanish would follow later and classical music would be on the agenda from an early age. It surprised me how other parents simply nodded and smiled knowingly when I told them my plans.


In Marie Morgan’s bestselling book on hypnobirthing, she outlines the many benefits of a drug-free birth and that was the way I wanted it to be. The baby had other ideas, however, and it took a labour of thirty-eight hours for my little angel to arrive into the wide world. She didn’t seem interested in being born at all, but an emergency Caesarean section later and there she was.


I’ll never forget those first moments seeing her, despite the drugs. Because I had taken all of the drugs available: the gas and air and two epidurals. But, in the end, she was there and she was so beautiful. I thought she must belong to someone else, because someone so beautiful couldn’t be my baby.


It was 3.14 p.m. on 29 November when I first met Ava Barry. She had all the appearances of a healthy baby: she was a good weight, had a healthy appetite and no issues were noticed by the maternity hospital staff. It had been a long labour, but everything seemed fine.


Ava was christened soon after she arrived home. In the following weeks, she adopted the usual routine of any baby: sleeping, feeding, nappy changes, naps, some crying and more feeding. I floated around in a fog of happiness and joy, gradually getting used to the constant changing of tiny nappies and gaining in confidence holding my beautiful little girl. Really, it all became so normal and the birthing books were placed back on the shelves as I began to listen, as you do, to my mother more and more.


As time trundled along I thought of Ava’s future and wondered what she would enjoy as she grew up: would she play hurling? Would she be mad for Irish dancing?


The sky was the limit.
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Falling into a Nightmare


‘Without health, life is not life;


it is only a state of languor and suffering …’


– Buddha


Late 2009 and early 2010 was a brutally cold winter. It was a really severe one for us in Aghabullogue and we were actually snowed in for a few days, which was unusual. Ava had a doctor’s appointment scheduled for the beginning of February, but on the day it was impossible for us to drive to Macroom town because of the bad weather, so it was slightly delayed.


We eventually made it to the doctor’s and following the appointment nothing appeared out of the ordinary, nothing to indicate that we should have any concerns.


Bang.


Ava’s first seizure began at eight o’clock that night. She suddenly let out a loud exhalation of breath, as her body contorted violently. A feeling of horror, such as I’d never experienced before, washed over me as I rushed over and held her in my arms. I did everything I could to keep her safe, as it was obvious that she was suffering some type of seizure.


Ava’s body was taken over by the seizure. It was so violent, so long and without mercy. Her eyes had a fixed stare and her little body jerked and twisted in pain as I screamed, panicking, ‘Jesus, she’s gone, Mam, she’s gone, she’s gone. Get Paul, where’s Paul? Call the ambulance. Oh my God, she’s gone.’


The ambulance was called and I immediately rang Paul, who was out repairing agricultural machinery in Blarney. I screamed, ‘Get back home, get back, it’s bad, as soon as you can.’ I held Ava as best I could, as her little body continued to violently jerk. Her legs, her arms and her little facial muscles all jerked uncontrollably as she made the most distressing noises. I was inconsolable. Mother tried to reassure me, ‘He’s coming, he’s on his way.’ In my shock I had to be reminded where Paul was coming back from, even though I had known just moments before.


I cried and shouted out, ‘No, no, please God, not Ava, please don’t take her, please God, don’t take my baby now. Make it stop.’


We put a car at the top of the lane, as instructed by the ambulance crew, and had every light on in the house. Paul arrived home before the ambulance got there. His total shock at what greeted him as he entered the house only heightened my awareness that the situation was really bad.


The ambulance reached the house as the seizure was stopping. It had lasted forty-five minutes. They crew asked about Ava’s medical history and did their checks of heart rate, blood sugar and blood oxygen. Their practiced professionalism helped to reassure me that Ava was in the best possible hands and, with that, we quickly drove to CUH.


One of the ambulance personnel that night was a woman named Jenny, and we were lucky to have her with us as we sped through the darkness. Jenny and I were in the back with Ava and I really believed that she was going to die. Her face had turned blue and only changed to a frightening grey colour after an oxygen mask was placed on her face. It was horrifying.


While in the ambulance, she started having another seizure. The crew were kept busy attending to Ava and reassuring me that we’d arrive at the hospital soon, but it was impossible to miss the concerned glances cast between them. I sat beside my daughter with tears streaming down my face and what felt like a vice-like grip closing around my throat.


We arrived at the hospital and were led straight through the A&E. Paul tried to keep up with the ambulance in his car, but couldn’t, and arrived in the hospital about twenty minutes after us, by which time Ava was in the resuscitation room. The doctors and nurses surrounded her, while I stood by, blankly watching what was going on.


This second seizure was as bad as the first. When it eventually stopped, Ava had a line in her tiny arm, giving her various emergency anti-seizure medications. Later, we were moved up to the ‘Ladybird’ children’s ward. Here we met Colm. He was one of the nurses who supervised Ava that night, and he couldn’t have been kinder and more considerate in dealing with two very distraught and bewildered parents. We both stayed for the night in Ava’s room, sitting in the chairs beside the bed and thinking over the terrible event. I had an ominous, sick feeling in the pit of my stomach as, for the first time, I truly learned the meaning of having a ‘sleepless night’.


The next morning we were advised that Ava was going to be kept in and that we would meet the public paediatric neurologist the following day. When the neurologist arrived, Ava was much improved. The neurologist told us that Ava didn’t have a febrile convulsion (a seizure associated with a fever or high body temperature, but without any serious underlying health problem) and because she had had a number of seizures she most likely had some form of epilepsy. They had ordered blood tests to determine what kind of epilepsy. We were blessed with the thorough nature of the neurologist’s investigations. I believe that even at that early point our neurologist suspected that Ava’s epilepsy wasn’t generalised epilepsy.


The three possible types of epilepsy were explained to us as: generalised, hereditary and, the rarest and most unlikely form of epilepsy, a mutated gene. But because this is extremely rare, we were told not to worry about it. However, I grew more concerned when I learned that Ava’s blood samples were being sent out of the country to be tested. I wasn’t aware if this was the standard procedure, but my guess at the time was that it was not. Adding to my concern about the type of epilepsy Ava might have were the length and severity of the seizures.


We were released home from the hospital after a number of days and given Ava’s first medication, the barbiturate (a class of drugs that act as central nervous system depressants), phenobarbital.


Back at home, I had a constant feeling of worry that something really bad, over which I had no control, was taking place. We weren’t in a fog of happiness any longer; no, dark clouds had moved in and lingered over our lives. Although we kept telling each other that it was going to be okay, in reality we all knew that it was really bad. But hope is a curious thing, and until the results of the blood tests returned we held on tight to hope and prayed that there was nothing seriously wrong with Ava’s health.


***


There is a nondescript, old-fashioned corridor to the left as you go into the A&E area of CUH. It has holding areas named after rivers: the Bandon suite, the Blackwater suite, and so on. Long rows of chairs line both sides of the corridor. The sense of apprehension was unreal as we walked down to our appointed suite, inside which were more chairs and an independent reception desk.


The first indication that we were in serious trouble was when we were escorted away from the suite by the neurologist and led into a separate room on the left-hand side of the corridor. I felt that no good news could be coming if we were being brought to a different area of the hospital. I worried that it was a room for delivering difficult news.


After being given maybe ten minutes to settle ourselves, we were told the results of the tests, which had been sent to Glasgow. Ava’s epilepsy wasn’t a generalised form, nor was it hereditary. Paul initially thought that this was very good news; however, the neurologist said, ‘No, it’s not.’ She was sorry to break the news to us, but the results showed that Ava had a mutated gene and, more specifically, she had a type of epilepsy known as Dravet syndrome.


I asked, ‘What does that mean?’


The neurologist frowned. ‘Well, it’s a very rare form of intractable, drug-resistant epilepsy. It is also known as severe myoclonic epilepsy in infancy.’


‘What does that mean?’ I again asked.


The neurologist was blunt. ‘It means that your daughter’s outlook for the future is that she will never walk, she will never talk, she will be in a wheelchair and you will have to accept that she will be in residential care for the rest of her life. However, it is unlikely she will live beyond the age of three, as the mortality rate for Dravet syndrome is very high.’


I hate swearing. I always feel guilty afterwards and think I should have made greater use of my vocabulary. My father drove that point home when I was young. That day in the hospital I don’t even remember what I said, but the neurologist later described it as a most unusual reaction. I started to say, ‘No, no, no, fuck, fuck’, etc. This is not the normal way that I react to bad news, but this was worse than my worst nightmares.


The neurologist went on to explain that there were only a limited number of drugs available to treat Ava’s seizures, as many of the drugs used to treat generalised epilepsy were contraindicated (unsuitable for treatment, as they may worsen rather than ease seizures) in the case of Dravet syndrome. This resulted in Ava’s options being restricted, the neurologist admitted; how­ever, she would do her best with what was available and would see us every three months to monitor Ava’s progress.


Shell-shocked, we asked if there was any information available on the condition and were given three photocopied sheets that had been printed from the Internet, titled, ‘Dravet Syndrome for Dummies’. I kid you not! That’s all we got, nothing more.


The meeting finished and that was it. We weren’t offered counselling or any other form of help. With the meeting over, the reality of the situation hit me with renewed force. I had to be lifted out of the chair and half carried down the corridor. We were escorted out via a side door into the car park. I was obviously hysterical. I was not offended by this being done, as it was as much for my benefit as anyone else’s and it avoided upsetting other people. I guess it was a vivid example of pure shock.


I was really angered by how little information we had been given, particularly when I later googled ‘Dravet syndrome’ and discovered that the Dravet syndrome UK website was massively informative. It had an abundance of articles and was linked to a Facebook page filled with parents going through the same hell. Why hadn’t I been given literature from here, rather than one meant for ‘Dummies’?


Day had been turned into the darkest night. Our beautiful little girl’s future was changed forever. According to those with a medical background there was no hope for Ava, which offended me to the core. If Ava’s future was mapped out to be as depressingly short and pain-ridden as suggested, then we would have to accept it, but what Paul and I would never, ever do was give up without even trying. These people were telling us all about when she would die and what she wouldn’t achieve. Well, they could say what they liked, but in my mind I said, ‘Let’s get to work and see if we can prove these boyos wrong.’


At least we had a diagnosis now. Don’t get me wrong, no parent wants to hear that their child has a rare and serious condition, but for the purpose of maintaining your sanity and on the practical level of conducting research, having a specific diagnosis is very beneficial. At least when you have a name your ability to research is made easier, allowing you to approach groups, and later other parents who have children with the same illness. This gives you room to learn and hopefully help and protect your child into the future.


***


What is Dravet syndrome? Put simply, it is an incurable, rare, very severe type of epilepsy. It was first identified by Charlotte Dravet, and can be very difficult to treat due to the high frequency of the seizures, their unpredictable nature and the fact that the seizures are resistant to many anti-epileptic medications. A wide variety of seizure types may be experienced. The syndrome is often caused by a mutation in a gene that produces a protein involved in the electrical signalling between nerve cells. This electric signalling normally allows the cells to communicate, but the mutation instead causes a disfunction in the electrical activity in the brain, which then leads to seizures.


Dravet syndrome can be catastrophic to the mental development of young children. Seizure by seizure their potential and personality is taken away. Without your mind, you don’t live; you simply exist. Gradually, the epilepsy was going to take Ava away from us. You can’t believe it, then you hope to God it can be treated. Epilepsy, even something as serious as Dravet syndrome, sure there must be drugs to treat that, right?


Children commonly suffer their first seizure from the age of five to eight months. By the second year, delays in mental and physical development become increasingly apparent. There can also be numerous associated challenges, including disruption of the systems controlling body functions such as body temperature and sweating; chronic infections; difficulties with sleeping and speaking; nutrition issues; and problems with balance.


People suffering from Dravet syndrome have a much higher incidence of sudden unexplained death in epilepsy (SUDEP). SUDEP involves a sudden, unexpected death without any cause detected post-mortem. Some of the proposed mechanisms of SUDEP include seizure-induced cardiac and respiratory arrests. The random terror of SUDEP is never far from my mind, due to the severity and number of Ava’s seizures.


There are many ‘triggers’ which can initiate a seizure. Something as mundane as the bath being a little too warm, a hot summer’s day or an ear infection can lead to seizures. Then again, on other occasions, the attacks come without any obvious trigger. The child is constantly walking on a thin, wobbly tightrope, waiting for something to knock them off.


Often it is found that the seizures cannot be completely stopped and the best that can be achieved for the child is a reduction in their number and severity. An uneasy balance is maintained between minimising the damage the Dravet syndrome is causing, the number of drugs being administered, and the often undesirable side effects of many of the available medications. In addition, support with speech and language therapy is very important, so as to give the child every assistance in achieving their potential.


I think it’s fair to say that a diagnosis of Dravet syndrome is something you’ll never want to hear. Aside from the enormous impact on the child’s health, caring for someone with Dravet syndrome will present you with challenges you can’t even begin to imagine, not that you’d ever want to.


***


After being sent home from the diagnosis with what I felt was little or no gui­dance, I initially began to reach out and try to obtain information and help from the organisations in Ireland that deal with epi­lepsy. I rang the Cork office of the Epilepsy Association of Ireland. The person I spoke to seemed really nice and offered to meet. However, when I invited them to come to my house, they said that wasn’t possible. I wondered if it had something to do with health and safety. They then offered to meet me in Macroom for a coffee and said that if I wanted to talk and cry, I could do so there. I recall saying, ‘You want to meet me in Macroom, where I can cry in a café?’ This was somewhere I might run into one of my neighbours or someone who knew me by sight. Also there was the fact that, with the amount of seizures Ava was having, it was extremely difficult for me to leave the house for any length of time, so the suggestion simply wasn’t practical. ‘Thanks, but no thanks,’ I replied.


Paul and I did get a chance to attend a support group meeting organised by Epilepsy Ireland one evening. There was a circle of chairs around the edges of the room. The people in attendance each gave their names and a short outline of their situation. At the time, we were dealing with, maybe, six to eight big seizures on a bad day, and as we listened to the other parents there it dawned on us that we weren’t at the right meeting at all. The other parents had kids who were having one or two seizures every couple of months. For several parents the child’s epilepsy was stable, but the drugs were producing side effects, like mood swings or severe drowsiness. Some of the older parents had children who had been seizure free for several years but still came to share their experience with other parents in similar situations. And that was the problem – none of the other parents had kids with intractable, drug-resistant epilepsy. Paul and I listened and looked around, then back at each other, and we both knew what the other was thinking: ‘My God, if Ava only had three or four seizures in six months we would feel like we were living the dream.’


These people had no experience of how bad Ava’s epilepsy was. Don’t get me wrong, the support groups are great for a lot of people in obtaining information, but it doesn’t help to hear how much better absolutely everyone else’s child is doing compared to yours. It drove home how desperate Ava’s situation was, given the fact that even the epilepsy support group was divorced from her reality. I came to see that, realistically, we could only gain the necessary understanding of Ava’s plight from people in a similar situation. As those around me reached out to hug each other, I squirmed, not wanting to hug anyone, especially a stranger. We left as soon as we could.


I’ve never learned of any formal support group for children like Ava; you have to make or find your own. Over time, you get to meet and know the parents of other very sick children and develop a loose, informal support network. On the drive home that night from the epilepsy support group, I looked out the passenger window into the darkness. As the rain ran down the window, the tears ran down my face. It was unbearable to be so different and so alone.
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Living with Dravet


‘If you’re going through hell, keep going.’


– Winston Churchill


The handing over of the ‘Dravet Syndrome for Dummies’ literature may have been the spark that ignited the fury that has kept me going all of these years. Being told that Ava would never walk or talk by doctors who seemed to me to have no hope for her future prospects infuriated me. Their apparent negativity became my starting point. It forced me to go away and make something better than nothing happen, to try as hard as possible to give Ava a chance.


I said to myself that she would walk and she would talk. I believed it then and continued to believe it throughout the most difficult times. I thought, ‘Okay if they’re right, they’re right, but we are going to put our heart and soul into keeping her out of a wheelchair and getting her to speak.’ That was our goal. I would never give in to someone else’s reading of Ava’s potential without trying everything I could to make it better.


This period of time was extremely difficult. Our joys and plans for the future were replaced with me launching myself at the Internet in order to find out everything I could about Dravet syndrome. What I found was not a comforting reality. There was no Dravet syndrome Ireland organisation, which is logical, because the number of cases diagnosed in Ireland is small. At the time Ava was diagnosed, we were told we had the only child in the country with the syndrome; however, we discovered maybe a year later that another beautiful girl in Dublin also had it.


After we went home with the first set of medication, pheno­barbital, we set to work making sure that we gave the correct dose at the exact time specified. Paul and I had no inkling that there was a possibility that the medicine wouldn’t work, des­pite the fact that the doctors had said with perfect clarity that the syndrome was drug-resistant. I suppose you naturally trick yourself into thinking that any illness can be quickly and easily treated. It was an epilepsy medicine and Ava had epilepsy, so it had to help her, right? That’s what we kept saying to ourselves, anyway.


However, over the coming weeks, it became very clear that our hope for an early success in treating the condition was un­founded. It rapidly became apparent that the phenobarbital wasn’t working. Phenobarbital is one of the most commonly used medications for treating seizures in children, but the reported side effects are many: it is highly addictive and withdrawal can trigger even more severe seizures; it can also result in a decreased level of consciousness; a decreased effort to breathe; dizziness; and depression and suicidal ideation. Thankfully, Ava exhibited few obvious side effects, but it was really disturbing having to use a drug like this on her.


The months after Ava’s diagnosis were filled with fear – of when the next seizure would occur, of how severe it would be. Emergency trips to hospital became the norm, often occurring on a weekly basis. Amid the panic of the seizures and having to frantically phone for the ambulance, over time it was a strange sort of reassurance to know the questions that were coming. ‘Yes, she is breathing. Yes, she has a history of epilepsy. Yes, all the lights are on in the house. No problem, of course we can take the car out to the end of the lane to meet you.’


After a while, we often didn’t need to park the car at the end of the lane, especially when the crew came from Macroom as opposed to the city. Sadly, the minute they heard the name ‘Ava’, they said, ‘Grand job, we know well where Ava lives.’ It’s not the sort of name recognition that anyone ever wants to acquire.


We were in a much better situation when the ambulance came from Macroom, as it was only fifteen minutes away; unfortunately many times the Macroom or city ambulances were unavailable and so an ambulance had to come all the way from Midleton, which is a good forty-minute drive away. Ava would often be in a seizure the entire time that this longer wait occurred and then she’d have the drive into CUH. It sometimes got worse and we’d find out that the crew from Killarney, about an hour’s drive away, had been dispatched. The worst case I can recollect was an ambulance being sent from Kilkenny, which we were completely incredulous about at the time. It must have been a good two-hour drive. By the time they got to us, Ava was out of the seizure, but she could have died in our arms, or in the car on the way into hospital if things had gotten so bad that we decided to transport her ourselves.


***


We spent so much of our time on the Ladybird ward in CUH over the following months that we grew to know the staff quite well. We met some of the kindest people and most amazing nurses you could hope to meet. An exchange of a glance, or the kind mention of your name, was enough to know that the following hours would be as good as they could be, all things considered.


In time, I began to see for myself that these nurses were the medical professionals holding up the whole hospital. Their ability to placate the parents of sick children was their particular magic skill. We grew to love the nurses, who you’d be well aware were reassuring you despite the fact that they were grey with tiredness, run off their feet, but still there, hanging on and doing the best they could. They didn’t forget about Ava and when they could they’d come back with what was needed. It is awfully sad to see wonderfully professional nurses run off their feet, hurrying back and forth in order to care for their patients. It’s no good for anyone to have a nurse caring for too many patients.


There were many times, when Ava’s seizures were really bad, that the nurses couldn’t have been more helpful. We remain grateful beyond belief for their compassion and experience. Often it was the nurses who had to use their compassion and social skills to pick up the pieces after a visit from a consultant, who, with a blank, emotionless face, would deliver some devastating news and then turn around and walk out the door, leaving you looking on, wondering, ‘Why to God did I allow that person to speak to me like that?’ The nurses actually talked to us and did so even though their backlog of work only continued to pile up as they comforted us.


The Ladybird ward was a long corridor with the patients’ rooms off to the side. When you entered via the double doors the wave of heat, as in most hospitals, was overpowering, if – at least initially – somewhat reassuring. However, as we became more frequent visitors, the absence of cold led to an anxiety that the stifling heat may be a breeding ground for infections, particularly for kids like Ava, who had an ever-declining immune system.


I’m aware that a baby doesn’t take up much space in a cot in the hospital room; however, I don’t agree that because your child is small and only a few months old that the size of the room should also be very small. Room size should not be based upon the child’s size. The type of room that Ava was given on her first day, and on subsequent admissions, was the most claustrophobic I’ve ever encountered. These rooms had the size and feel of a cell, being about as wide as they are long. There is just enough room for the bed on one side and a reclining chair and wash basin on the other. When the child, parents and medical professionals are all present, they would become unbearable, particularly with the heat. The hard chairs were like all the other hard chairs I’ve sat on in hospitals over the years, in that they prevent you from ever establishing a comfortable position. Parent after parent I’ve spoken to would say, ‘Oh my God, those chairs!’


A stay of several days could become exhausting, what with the stress of Ava’s illness, the lack of sleep, the heat and the constant worry. However, it did become something of a common currency between the parents who were spending long periods of time in hospital, often leading to the beginnings of a friendship, which usually resulted in you sitting and grumbling together about the whole set-up. These conversations usually happened in the parents’ rooms, a little oasis of normality where the sofa, telly and a cup of tea allow you to take a short break from the vigil at your sick child’s side.
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