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Background

v Huntington’s disease (HD) is an autosomal dominant degenerative
neuropsychiatric disease.

v Currently no existing disease-modifying therapies, leading to death in an
estimated 15 –20 years after diagnosis.1,2

v HD is caused by a CAG triplet expansion in the huntingtin gene (HTT), with
CAGn greater than 36 causing HD.2 There is a very strong inverse correlation
between CAGn and age at onset.

v Prior HD registry or population-based studies of survival in the US, Denmark
and Norway have been limited by the lack of genetic information and
clinical features of HD. 3-6.

Methods
v Retrospective chart review was conducted for patients with HD followed

until death at the HDSA Center of Excellence at UC Davis between 2007 –
2022.

v Data collected included gender, age at symptom onset, age at HD diagnosis,
CAG repeat length, parental inheritance if known, baseline and last collected
clinical measures including Unified Huntington’s Disease Rating Scale Total
Motor and Total Functional Capacity scores7, BMI, MMSE or MOCA score,
age at death, significant co-morbid conditions, history of hospice referral,
causes of death and care setting at the time of death.

v Statistical analysis was performed with GraphPad Prism 9.4.1.

Results

v At the time of data collection, of the 518 identified patients with
Huntington’s disease 149 had died.

v The mean age at HD diagnosis was 49.4 ± 15.5 years (range, 5-77 years),
with mean CAGn on the expanded allele 45.5 ± 8.8 (37-95).

v The mean age at death was 60.9 ± 14.4 years (range 23-87 years).
v Most patients (63%) were residing at home at the time of death, with 55%

enrolled in hospice.
v Nineteen percent had elected to have feeding tubes for dysphagia and

weight loss.
v Age at death showed a strong inverse correlation with CAGn (Pearson r=-

0.8262; p < 0.0001, Figure 2).
v Median survival time after onset was 15 years (95% CI, 13-16 years, Figure

3).
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v The demographics and mean age at death were similar to those seen in
prior population-based studies.3-7

v Similar to age at onset, age at death was strongly inversely correlated with
CAGn.

v Mean survival after symptom onset was 15 years, shorter than that
described by prior studies in European cohorts, possibly due to variability in
identifying symptom onset.6,8

v The most common cause of death was complications of advanced HD, with
half of patients referred to hospice care prior to dying.

v Most patients followed in our cohort received their care at home until end
of life, highlighting the need to support their families in this long caregiving
journey.

v Only 55 % of this cohort was enrolled in hospice at the end of life,
suggesting that this is a gap in care.

v Further analysis of these data will be performed to determine if there are
clinical correlates of disease progression that would suggest consideration
of hospice referral in patients with advanced HD.
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Objectives

Our objectives were to describe clinical and genetic characteristics of a cohort
of patients prospectively followed until death at the HDSA Center of Excellence
at UC Davis multidisciplinary clinic, and to determine the relationship between
CAGn and age at death.


