HD Phenocopy Diseases Share Dysregulated Genes with HD
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The log2 fold changes for these 20 genes are shown below in
bold text if they were significantly changed in the disease-range Q
lengths or are shown as gray “NA’s if they were never significant.

Miriam Heiman’s lab used translating ribosome affinity purification This is the list of HD phenocopy diseases and genes compiled by
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on these purified cell types, the cells most vulnerable to HD,
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phenocopy diseases like HDL2 or FTD-ALS are also dysregulated Tbp

in HD MSNs. Schneider et al. (2016) published a list of these HDL2 JPH3

phenocopy diseases and their causative or associated genes. 8 S SCALY TBP Atn1
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mediated chorea. We hypothesize that dysregulation of these Typically associated Nkx2-1

genes all damage the proper behavior of MSNs, suggesting a C9orf72 repeat expansions with FTD-ALS C9orf72 Adcy5 166 77 121 107 207 202 151 -1.09
mechanism that could explain the similarities in these diseases. Neuroferritinopathy - e
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Can genes dysregulated in striatal MSNs in HD explain the Familial dyskinesia Xprl
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RNA-seq data was collected on 6-month-old male mice with Htt
Q lengths of Q20 (control), Q50, Q111, Q170, or Q175, with 9 Atp7b

PDGFB

to 10 replicates in each Q length group. Differential expression _ _ AT
was performed between each of the disease-range Q lengths Levine-Critchley A
compared to Q20. The significance criterion was an adjusted Chorea-acanthocytosis syndrome VPS13A Cp
p-value less than 0.05. Two types of MSNs were isolated: McLeod syndrome XK
dopamine D1 receptor neurons (expressing Drd1, labeled D1 in HDL3 -
thepresults) and dogamine D2 receptor neurons (expressing RNF216-mediated CO N C L U S I O N S
Drd2, labeled D2). The differential expression results were neurodegeneration RNF216)
searched to find the 20 gene symbols in the Schneider paper FRRS1L-mediated chorea FRRS1L Mutant Htt was found to dysregulate the expression of 8 out of 20
(2016). Hepatolenticular genes associated with HD phenocopy diseases. These include
Wilson disease degeneration ATP7B genes that cause or are associated with HD (Htt), HDL1 (Prnp),
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