The Blind Spot podcast: Investigating Charles Bonnet Syndrome in children

Intro Voice over: You're listening to the Blind Spot, a podcast from Thomas Pocklington Trust. 

Hello everyone, my name is Kevin Satizabal and I'd like to welcome you to another episode of the Blind Spot. Today, we're going to be talking about Charles Bonnet Syndrome and shining a light on research funded by Thomas Pocklington Trust, investigating the prevalence of Charles Bonnet Syndrome in children. 

Charles Bonnet Syndrome causes people who have deteriorating vision to see things that are not there. They see hallucinations. For those with the condition, the psychological impact can be significant and yet there is still a huge lack of awareness amongst medical professionals. 

Joining me to discuss this further is Judith Potts, Trustee at Thomas Pocklington Trust and founder of Esme's Umbrella, a campaigning organisation raising awareness of Charles Bonnet Syndrome. Professor Mariya Moosajee, Professor of Molecular Ophthalmology at the University College London Institute of Ophthalmology and the Francis Crick Institute. Mariya is also a Consultant Ophthalmic Surgeon at Moorfields Eye Hospital and Great Ormond Street Hospital for Children. I'm also joined by Lee Jones, Postdoctoral Research Fellow at Moorfields Eye Hospital and finally Nina Chesworth will be talking to us about her experiences of living with Charles Bonnet Syndrome.  

Thank you all so much for joining me today and I'd like to talk to you first, Nina. When did you realise that there was something wrong with your Sight?
Nina: So, in regards to Charles Bonnet Syndrome, it happened when I came around from surgery after having an accident where I lost the retina in the left eye. I should say that my right eye is artificial as well. After coming round from the surgery after the accident, I woke up and it wasn't good news and they told me that I was going to lose the sight. But when I woke, I could see colours and it was just like waves of colours, red and blue mainly, so I kind of got excited and then I said to my mum and husband sat next to me “I can see I can see something”. They saved my sight!’ The doctor came and assured me that they hadn't saved my sight but that it was something to do with the brain and the brain creating images. At the time I wasn't told it was Charles Bonnet Syndrome, so I didn't really have any idea. 

From then it did develop into more vivid patterns, colours, shapes. They got more defined as well. As time went on, I was seeing kind of kaleidoscopes like those old-fashioned toys you used to have - you look through and make all the different patterns, a bit like that.
And then from there, faces started appearing and the faces would get scarier as I found I got more stressed, anxious and upset. The faces would then kind of morph into these scary zombie-like faces with blood dripping from the eyes and snarly teeth.

Kevin: Did those hallucinations come upon you gradually or were they just very sudden when you were doing something? 

Nina: So from losing the sight to the images being really defined, that gradually happened, but now they are more defined. They’re there all the time. From the moment I wake, to the moment I go to sleep and it can be difficult to get to sleep sometimes. But I have noticed over the last two years, with having Charles Bonnet, that it is definitely reflective of my emotional state. So when I am in a kind of in a bad place emotionally, if I’m anxious, nervous, feeling isolated, stressed out or upset, then the images do change into the scarier type images. As I said, the faces I see like devil dogs, tigers, animals, things like that. Then when I'm happy, feeling calm and in a nice place, the images become very light. I see rainbows, patterns and shapes and I see the odd cartoon character. I see Mickey Mouse and Homer Simpson. Unicorns are my favourite as well! (laughs).

Kevin: So a very mixed bag of hallucinations I suppose that you are seeing. What’s been the impact on you and your life, living with Charles Bonnnet Syndrome?

Nina: At first it was very scary because we didn't know what it was at all and I was worried about speaking to anybody about it because initially I was going through that period of sight loss and adjusting to that. But then I also had this condition and didn't really want to tell friends and family that I was seeing the images especially the scary ones because I was worried that they might of thought it was something to do with a mental breakdown or I wasn't coping with the sight loss. So I was very worried, which then added to the anxiety and the stress as well. 

Kevin: What support did you look for then? 

Nina: So when I eventually opened up to the family, we started on the hunt on the Internet which sometimes can be a no-no (laughs) because you could end up with anything. But this time it was a lifesaver because that's where I came across Esme’s Umbrella, just through doing an Internet search. I did approach the hospital and the doctors at the hospital didn't really know what it was. My specialist did tell me it was Charles Bonnet Syndrome, but she said she didn't have any information to hand. That basically was it and just left me go and left me to it. She tried to source a leaflet from the Molecular Society for me, but again you know it wasn't anything informative and didn't have much help. So, it was down to me really to do the research and that's when I found Judith and got in touch with Judith and she is a godsend! (laughs). Judith (laughs).

Kevin: how did Judith and her organisation help?

Nina: So, the first thing Judith told me about was the patient support day she was holding in York. We went along to that and I met Judith and Dr Dominic Fitch. He was amazing as well. It was just so nice to be able to speak to people who didn't think I was going mad and knew exactly what it was. Speaking to other people who were suffering with Charles Bonnet was so supportive as well. You just realise that you weren’t alone in it and you weren't the only one going through it. Then when one person would say ‘Oh I see music notes or words appearing but can't read them’ and you’re kind of like ‘my God yeah, that happened to me as well’ so it's just such a relief to know that you weren’t alone.

Kevin: Turning to you Judith. Very quickly I was wondering if you could tell me about Esme’s Umbrella and why did you set it up? 

Judith: Well I set it up because my mother, the Esme of Esme’s  Umbrella, who was in her early 90s, a very independent lady, lived alone, completed the Telegraph cryptic crossword every day, which is certainly more than I could do, suddenly said to me one day, ‘I do wish these people would get off my sofa!’. She then went on to describe an Edwardian tear-stained street child, a hideous gargoyle-like creature and also that sometimes the room or the garden morphed into a totally alien place. 
Now, I knew she had advanced glaucoma, but I, of course, never linked the sight loss to anything produced by her brain. When I finally found Doctor Dominic Fitch, he explained the whole thing to me, which I will leave Mariya to explain. I was writing a health column for the Telegraph at the time and I began to include Charles Bonnet Syndrome. I was inundated with emails. Then one particular email came through, which described how the writer’s mother had been admitted to a dementia unit because she was hallucinating worms and slugs on her food and in her drink, despite the fact the family thought the lady was totally sane. She stopped eating and drinking and died. At that point I thought ‘right, we have to do something about this’. So, on the 16th of November 2015 at the House of Commons, I launched Esme’s Umbrella. 

Kevin: And from there you've been able to support a lot of people it seems. And I'm listening to these experiences, and we’ve spoken about your mother and we’ve spoken to Nina, but this can also affect children and I really want to hear more about this research.  I guess it's quite worrying that there is still not enough awareness. Why is this research so important, Judith? 

Judith: Well, ever since Dr Dominic Fitch explained to me that Charles Bonnet Syndrome can occur to anybody of any age, children included, I have been very very concerned, because children have been a big part of my life in one way or another. The thought of a child having to cope with something, like what my mother had to cope with, was absolutely horrific. I didn't really know what to do about it. But certainly this year during lockdown and last year I have spoken to parents of children who have Charles Bonnet Syndrome. And one particular woman was in hysterics on the phone because she said that literally for six months, she’d accused her 11-year-old daughter of lying! And now she realises that that was wrong and the girl actually has Charles Bonnet Syndrome. I mentioned this to Mariya some time ago and we managed to get some funding and I could not be more delighted.  

Kevin: I want to go to you Mariya now. Why did you decide to take part in the research and how are you carrying out this research? 

Mariya: Thanks Kevin and thanks to Judith and Nina. The main reason that I am undertaking research looking into Charles Bonnet Syndrome in children, is firstly, there isn’t enough awareness that Charles Bonnet Syndrome can affect children and this initially started off with me asking my Paediatric Ophthalmology Consultant colleagues at Moorfields Eye Hospital and Great Ormond Street, whether they actually asked the paediatric patients about Charles Bonnet Syndrome. I had a numerous responses, with a single message saying that they didn't ask about symptoms of visual hallucinations because they didn't think about it. A lot of ophthalmologists are aware of Charles Bonnet Syndrome and it's certainly something we are taught about at medical school, but when it comes to common practice, especially with children, it's just not at the forefront of our minds.  It's not in that list of questions, which we would think to ask patients and so it's completely being overlooked. So, then myself and Lee decided to search through all the electronic patient records of the paediatric patients that had attended Moorfields Eye Hospital over the past nine years to see if there was any form of documentation or features of Charles Bonnet Syndrome in the paediatric population. Surprisingly we found 13 children were found to be suffering from visual hallucinations due to their sight loss condition.  Interestingly, the majority of those children had a baseline eye disease which was caused by a genetic defect, so they fall into the genetic disease family of conditions. And one of the most common conditions that was associated with Charles Bonnet, was Stargardt disease. That is the condition that predominantly affects your area of central vision and then the area called the macula, and it results in central vision loss. Now, Charles Bonnet Syndrome occurs because the signals that are being sent from the eye to the brain have been stopped because of a degeneration in the eye, it hasn't formed properly or there’s cell death within the eye, so those signals aren’t going to the brain. But the brain is hyper excitable and it's discharging neuronal signals which are basically conjuring up these images in areas where, for example, you may not be able to see. So, you can imagine, as Judith said, for a child to be experiencing these symptoms without any prior knowledge that this might be happening, must be incredibly scary for them.

So, we identified those 13 children. We published a report in the British Journal of Ophthalmology, so that we can start raising awareness of Charles Bonnet Syndrome in children amongst members of the wider ophthalmology community, so they can start asking families who are presenting to the hospital eyeservice, to GPs and to community eye clinics about Charles Bonnet  Syndrome. The next plan for the research is that we are planning to conduct a multi-centred national study to try to identify the prevalence of Charles Bonnet Syndrome amongst children. And to do this we are partnering with the British and Irish Orthoptic Society. Now, Orthoptists are individuals that will measure the vision of children when they come to eye clinics so they will be seeing every child that comes to the hospital, regardless of what their condition is and what specialty they’re coming under. They’re a great point of contact to be able to raise those initial questions with the family. Asking them about Charles Bonnet Syndrome, even just introducing the subject, so that the family and the patient have a greater awareness and if these symptoms happen, prewarned, and they can be therefore forearmed.

The output of the research, what we are hoping for, is basically, that we can understand how many children are affected with this condition, what are the baseline features in terms of: What are their vision? Is it that their vision is actually pretty good and it's happening or does the vision have to be a certain cut-off level for it to kind of kick in? What's the baseline causes? I mentioned that Stargardts is a very common association with our cohort, but are there any other conditions that we need to specifically warn patients with those diseases that they may be at more risk of developing Charles Bonnet Syndrome? And then how do we manage these children? Is it as simple as just giving them a list of coping mechanisms? Do they need support groups? Do some of them need to be referred for cognitive behavioural therapy or to see a psychiatrist? And what are the longevity of these symptoms? Are these visual hallucinations going to die away with time or are they going to continue for the rest of their lives? These are the questions that parents and patients will be asking us and we don't know the answers to these at the moment. And then, the real key aspect is what effect are these hallucinations having on a patient's life? And this is really a key area that that Lee Jones is keen to explore and he wants to look particularly at the psychological impact of Charles Bonnet Syndrome in children. 

Kevin: Lee, could you tell me a little bit more about that because you've already discovered in the research that there is a very significant impact on the lives of children isn't there?

Lee: Yes, so my background is in psychology and I was particularly interested in finding out how these children and young adults have been impacted by the visual hallucinations. We wanted to collect details about the problems these patients were reporting when they came into the hospital and that would let us know more about the types of challenges they would face in their day-to-day lives. Our analysis showed us that the hallucinations had had quite a substantial impact on the patient's daily lives. In particular, as Nina mentioned earlier, the more complex hallucinations. These are the types of hallucinations that are a lot more lifelike, seem to be a lot more menacing for patients and it was a lot more difficult for them to cope with these hallucinations. One example in our study was an individual who felt so anxious about their hallucinations, when and where they may occur, that they ended up dropping out from university because they could no longer focus on their studies and manage the workload. We also found that people were reporting difficulties with sleep. They would struggle falling asleep, or wake frequently throughout the night. And there were reports of a reduced appetite and missing meals due to the constant feelings of anxiety around the thought of hallucinations occurring. In some of the cases the clinicians had given the child and their family an information leaflet about Charles Bonnet Syndrome and referred them to the available support services like Esme's Umbrella. But as Nina has already mentioned, we know that not all patients are offered support. I think that's one of the main things we'd like to see as a result of this research paper, a greater awareness of the damaging impact Charles Bonnet Syndrome can have on patients, to get better at talking to patients about their hallucinations and to families about the available support networks. And this is particularly important for children and young adults who may already be feeling isolated because of their reduced vision and who may be more susceptible to stress and anxiety caused by hallucinations.

Kevin: Judith, can you tell me a bit more about what you hope the changes this research will bring? What do you hope that will be? 

Judith: Well, I hope that every single Ophthalmologist and Optometrist will read the research and from that gain an understanding of how these hallucinations impact so negatively on people’s lives. Now, I know that for some people they are manageable. People who see something that's very pretty, for instance. But the problem with them is that they are there all the time or unpredictably. So the anxiety that Lee was talking about is always there because you don't know when it's going to happen. And for young adults starting out in the workplace, they tell me what is so hard is that you're trying to be professional and you're new to the job, you're sitting at a meeting, you haven't mentioned Charles Bonnet Syndrome for obvious reasons, but suddenly you lose concentration because in the middle of the table there are two kittens cavorting. Flowers are growing from the head of the person opposite. This is the kind of thing which people need to understand and any research I hope will do that, but particularly for children. By the time they get to be young adults, they know, on the whole, that these things are not real, but they still get in the way of their lives. And it's very hard anyway when you have lost your sight to lead the kind of life that you perhaps once had hoped of leading, and if you get Charles Bonnet as well, it's very very difficult. So, I am so grateful to Mariya and to Lee, and I'm also enormously grateful to Nina who has told her story now on many an occasion for me and she does it with such bravery. I would say a big thank you to her. But Mariya and Lee, you have been so incredibly supportive and thank you for that. They've also done a piece of research about anxiety and isolation during lockdown because it became very apparent from my helpline and from my overflowing email inbox that, not only were people being so badly affected by the isolation, stress and possibly the fever that was happening to them, that their episodes of CBS became a lot worse. They were seeing things that were much much more frightening. All of this needs to be known. It needs a much much much much much wider audience! 

Kevin: Thank you so much to all of you for coming onto the podcast and sharing such an important piece of research and as everybody has said, really encourage everybody to look into it and hopefully raise more awareness and learn more about Charles Bonnet Syndrome. So, thank you all very much. 

Outro voice over: You've been listening to The Blind Spot, a podcast from Thomas Pocklington Trust. If you'd like to find out more about what we do at TPT check out our website. Go to www.pocklington-trust.org.uk  And don't forget to subscribe to the podcast so you don't miss the next episode. Thank you for listening!
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