This Q & A article is from BDSRA’s “Ask An Expert” Facebook Chat in the BDSRA Closed Facebook group for parents and caregivers.

*Please note:  the information contained in this material is intended to provide

basic information to Batten families and caregivers.  It is not intended to be, nor is it, medical advice for individual children.  Parents and caregivers should consult the patient’s physician prior to changing medication, medical treatment or daily activities.

“Sleep Problems in Children Who Have Batten Disease”

Featured Expert:

Lee Ann Lehwald, M.D., Pediatric Neurologist 
Nationwide Children’s Hospital, Columbus, Ohio

September, 2015
Q:  How would an overnight sleep evaluation work for a child that doesn't sleep alone/ sleeps with a parent

A:  For all overnight sleeps studies (polysomnogram) a parent would need to stay with the child. It is fairly common that the parent is in the same bed as the child or at least very closely by their side. If the child really can't fall to sleep, doesn't snore or have episodes of concern, then it may not be necessary to get a sleep study. If they don't sleep I believe you and then we need to talk about other things like the environment, bedtime routine and medications tried.

Q: We have had several sleep studies... This last time we had a sleep/nap study. The studies revealed that my son starts dreaming, consistently, around 9 minutes and is consistent with a diagnosis of narcolepsy per the neurologist who is his sleep medicine doctor. He, also, had his tonsils and adenoids removed, previously, as a result of a diagnosis of obstructive sleep apnea... So, during the most recent study, it revealed he still has sleep apnea... How can this be??? Also, is narcolepsy common in children with Batten disease, as I noticed many of our children sleep a lot?

A:  Narcolepsy is a disorder where the person cannot regulate their REM (Rapid Eye Movement) sleep. They quickly go into REM sleep (<15 minutes) after sleep onset and they fall to sleep very quickly (on a Multiple Sleep Latency Test (MSLT) typically within 2 minutes. Treatment for Narcolepsy is typically a stimulant medicine that is long acting such as modafanil. Even though the cause of your son's sleep disturbance is probably different than most narcolepsy children, it would still be reasonable to try a narcolepsy medicine such as modafinil to see if it is effective. 

Q:  Our child 14 JNCL, we have tried melatonin 10mg, trazadone, clonazepam, and clonidine. Any other suggestions? We see our neurologist next week....

A:  I would recommend if there are symptoms such as moving around a lot when trying to fall to sleep or in bed, difficulty with falling to sleep or awakening from sleep to check ferritin (iron stores). If < 50, consider iron supplement. Iron comes in liquid (tastes really bad), chewable (there are some good tasting grape flavored (ICAR brand) and tablet forms. One medicine that I have had success with for some of the children that is very safe is gabapentin (Neurontin). The newer cousin is pregabalin (Lyrica). If is sometimes difficult to find the right dose so I start low and increase until effective or side effects (drowsy). In our study, although not tried by a large number of families, the medicines that are the newer antipsychotics were helpful for sleep. I have not tried these and they are much more complicated but I wanted to share what they reported. You can certainly use over the counter iron supplement. If fact we typically order iron as if it is a prescription but it is not required. It is just important to make sure we are not giving extra iron to a child who does not need it. The real concern is to make sure nobody has hemachromatosis which is an autosomal dominant condition where there is too much iron in the body. If this is in the family it would likely be known.

Q:  Falling out of bed due to too many movements?

A:  Would be concerned about the Periodic Limb Movements in Sleep (PLMS) which is the sleep correlate to the awake Restless Leg Syndrome. Additionally myoclonus is an issue when the children are not really asleep. Safety is the issue so make sure to have something soft to fall on or move the mattress to the floor for night time sleep. The fact is that we don't have a great solution for PLMS or for that matter myoclonus. We want to keep him safe and we want to see if we can get sleep quality sufficient that he seems well rested in the morning. The movements may have to continue.

Q:  Suggestions on natural sleep aides? Even on 10 mg of melatonin she is not sleeping until very late at night. We want to try something natural first

A: Good question, tough question. I am not as familiar with the options as I wish I was. Visiting health food stores will have selections. Please check with your neurologist to make sure it doesn't interact with seizure prevention medicine metabolism would be my primary concern.

Q:  Our child with jncl NEVER sleeps through the night. have had extremely difficult time finding anything that even "helps" Does it ever improve from what we have now, or will it continue to get worse the more her disease progresses? She has mild sleep apnea and does not go into REM sleep, only a small percentage of the night. She takes gabapentin, chloral hydrate, and melatonin at bedtime.

A: A few thoughts. First, chloral hydrate needs to be very carefully given. Years ago, this was a medicine used frequently for children with sleep issues, it has been found to be associated rarely with safety issues and so is no longer used by most. I think the sleep issues in JNCL tend to become more that the children sleep more and have daytime somnolence rather than that they are unable to sleep. Does anyone in the family have the diagnosis of Restless Leg Syndrome including grandparents?  I ask this because about 1/3 of the families who completed a recent survey about sleep disturbance in Batten's said their child had symptoms consistent with Restless Leg Syndrome (RLS). RLS has been related to low iron stores in a number of patients. The researchers in Germany have also found some to imply iron may be at play. If she snores and has a sleep disturbance, then the guidelines for sleep would recommend having an overnight sleep study to make sure that she doesn't have the childhood form of sleep apnea called sleep disordered breathing.

Q:   One of the topics that can come up is what type of bed is best?

A:  The main thing regarding beds is safety. Not too soft with too much bedding but we have to our children safe, so if they would get out of bed and fall then we have other things to consider. Sleeping is a real physiologic need. So, don't waste your money trying to get the softest/hardest mattress this isn't the issue.

Q:  Do you find that melatonin can help and then all of a sudden not help? Our child with late infantile, started on melatonin last spring and it seemed to really help. All of a sudden her sleep got worse so we tried taking away the melatonin and sleep seemed to get better again. She has always fallen asleep pretty easily, staying asleep after about 5 hours is the problem. Her sleep also seems to be cyclical. A few weeks of pretty good sleep and then a week of pretty horrible sleep!!

A:   Melatonin is a nice option in theory because it is more "au natural" the unfortunate thing is that for some it works well and others it doesn't seem to help at all. It is in theory not harmful. If it a good first option and safe to work up if it is not helpful. It would be safe to increase say every week up if the initial dose not helpful. I would not go above about 5 mg in a 5 year old. For older children no more than 9 mg Melatonin is typically if helpful, good at falling to sleep not staying to sleep. There are a few folks who have found the "time-release" melatonin helps to stay to sleep longer

Q:  Our child has low iron and we started with Nova Ferrum a few weeks ago. No noticeable change yet. How long will it take for an iron supplement to help?

A:   I don't supplement iron without checking ferritin (iron stores) first. In theory too much iron is unsafe. If ferritin is < 50, then the child has at least low iron stores. The lower ferritin is below 50, the more likely they are to have a good benefit from supplementing. It takes up to 3 months to get the full benefit. Some children need a high dose of iron to get benefit. Typically between 1-2 mg/kg/day of elemental iron is what I try.  A sight for sleep questions you may find helpful is: www.sleepfoundation.org
