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Expert-based clinical guidelines focus on
behavioral symptoms in Huntington's disease

January 30 2019

A montage of three images of single striatal neurons transfected with a disease-
associated version of huntingtin, the protein that causes Huntington's disease.
Nuclei of untransfected neurons are seen in the background (blue). The neuron
in the center (yellow) contains an abnormal intracellular accumulation of
huntingtin called an inclusion body (orange). Credit: Wikipedia/ Creative
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Although Huntington's disease (HD) is traditionally thought of as a
neurological disorder, behavioral symptoms are a common feature and
frequently cause distress and difficulty to patients, family members, and
other caregivers. Since an estimated 70% of US patients with HD do not
seek specialist care, they are often treated by general practitioners,
general neurologists, and psychiatrists, many of whom may not be
trained to recognize or treat HD-related behavioral symptoms. A group
of experts has now developed consensus guidelines published in the
Journal of Huntington's Disease written in simple terms to guide both
specialists and non-specialists in the effective management of
neuropsychiatric disorders in HD patients.

"These guidelines convey the important message that we have treatments
available now for many neuropsychiatric symptoms of HD. This should
encourage patients to seek care. They also help non-specialist clinicians
understand that HD is a not a hopeless condition," explained Karen E.
Anderson, MD, of the Departments of Psychiatry and Neurology of
Georgetown University and Director of the Huntington's Disease Care,
Education, and Research Center (HDCERC), Washington, DC.

For any disease, the most highly regarded clinical guidelines are based
on robust clinical evidence. However, conditions with low prevalence,
such as HD, often lack the necessary randomized clinical trial evidence
required to assess treatment efficacy and safety. In such cases, expert-led
guidelines help overcome these limitations.

An international, multidisciplinary expert panel was tasked to develop
statements about target symptoms about five common behavioral

symptoms exhibited by HD patients: agitation, anxiety, apathy,
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psychosis, and sleep disorders. These were then submitted to HD experts
around the world for consensus agreement on the merits of each
statement. Significantly, in the absence of randomized controlled trials,
experts do largely agree on the treatment of the behavioral symptoms.

Clinical Practice Guidelines (CPG) for neuropsychiatric symptoms that
include general, behavioral, and pharmacologic recommendations are
presented and include topics such as the preferential use of medications
with the fewest unwanted adverse effects, regular reevaluation of drug
therapy as a patient's condition changes, and consultation with a
psychiatrist with particular expertise in HD-related behavioral
symptoms, especially if symptoms become resistant to treatment.

"Clinical experience indicates that most of the neuropsychiatric
symptoms discussed are treatable using non-pharmacologic and
pharmacologic strategies developed for use in other patient groups (e.g.
Alzheimer's disease). Treatment of the symptoms as experienced in HD
generally follows the same recommendations as in other patient groups.
However, the management of neuropsychiatric symptoms in HD is
frequently more complex because symptoms often coexist, and
treatment decisions should be adapted to cover all symptoms while
limiting the simultaneous use of multiple drugs," noted Dr. Anderson.

The guidelines emphasize that educating patients, their family members,
and caregivers about behavioral symptoms in HD is an important part of
treatment, and that behavioral disorders in HD can be treated. "We
encourage patients and families to use these guidelines to partner with
their clinicians when seeking care since these symptoms often have a
huge impact on patients' wellbeing and their relationships with
individuals close to them," advised Dr. Anderson.

More information: Karen E. Anderson et al, Clinical Management of
Neuropsychiatric Symptoms of Huntington Disease: Expert-Based
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Consensus Guidelines on Agitation, Anxiety, Apathy, Psychosis and
Sleep Disorders, Journal of Huntington's Disease (2018). DOL:
10.3233/JHD-180293
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