
 1 

Supplementary figure legends 

Figure S1 – lanosterol and desmosterol in YAC mice at 10 months of age. 

Lanosterol, lathosterol and desmosterol are the principal precursors of the cholesterol biosynthesis pathway. 

Lanosterol is the first sterol intermediate produced in the pathway. Consequently, two major routes involving 

most of the same enzymes have been proposed. The principal intermediates of the two routes are represented 

by lathosterol (Kandutsch-Russell Pathway) and desmosterol (Bloch Pathway) respectively. Levels of brain 

lanosterol (A) and desmosterol (B) are significantly reduced in YAC46, YAC72 and YAC128 mice in a CAG-

dependent manner but are increased in YAC18 mice compared to wt mice. Each column is the average of four 

(wt), four (YAC46), four (YAC72), four (YAC128), four (YAC18) independent mice at 10 months of age. Three 

independent analyses have been performed for each sample. All data are normalized above weight tissue and 

are the mean as percentage (%) above controls ± SEM. Statistics: One-way ANOVA with Newman-Keuls 

Multiple Comparison Test were used. Significant differences are represented by asterisks. *P<0.05; **P<0.01; 

P***<0.001. 

 

Figure S2 – cholesterol precursors and cholesterol in TG rats at 21 months of age. 

Levels of brain cholesterol precursors (lathosterol, lanosterol and desmosterol; A) and cholesterol (B) are 

significantly reduced in transgenic HD rats compared to wt rats at 21 months of age. Each column is the average 

of three (wt rats) and three (HD rats) for each age. Three independent analyses have been performed for each 

sample. All data are normalized above weight tissue and are the mean as percentage (%) above controls ± 

SEM. Statistics: unpaired t-test was used. Significant differences are represented by asterisks. *P<0.05. 

 

Figure S3 – cholesterol precursors and cholesterol in Hdh Knock-in mice at 3 and 12 months of age. 

Levels of brain lathosterol (A) and desmosterol (D) are already reduced in 3-months-old HdhQ111 Knock-in mice 

compared to HdhQ7/7 Knock-in mice. Levels of brain cholesterol (B) and lanosterol (C) tend to be reduced in 

HdhQ111mice although significance was not reached. Each column is the average of six (HdhQ7/7), three 

(HdhQ7/111) and two (HdhQ111/111) individual mice. Levels of brain lanosterol (E) and desmosterol (F) are 

significantly reduced in 12-months-old HdhQ111 Knock-in mice compared to wild-type HdhQ7/7 knock-in mice with 

the following profile HdhQ7/7> HdhQ7/111> HdhQ111/111. Each column is the average of five (HdhQ7/7), five (HdhQ7/111) 

and three (HdhQ111/111) individual mice. Three independent analyses have been performed for each sample. All 

data are normalized above weight tissue and are the mean as percentage (%) above controls ± SEM. Statistics: 

unpaired t-test was used. 

 

Figure S4 – mRNA levels of hmgcr in brain of R6/2 mice at post-natal day 1. 

Hmgcr mRNA levels were found reduced in R6/2 brains (n=3) with respect to wt brains (n=2) at post-natal day 1. 

Data were normalized on β-actin and three independent qRTPCR were performed. Graph shows mean of fold-

change above controls ± SEM. **P<0.01. 
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Table S1 

genotype number gender 

Wt 3 males 

R6/2 (150Q) 3 males 

   

Wt (fvb) (10 months of age) (4+6)* 7 males and 3 females 

YAC128 (10 months of age) 4 3 males and 1 female 

YAC72 (10 months of age) (4+6)* 7 males and 3 females 

YAC46 (10 months of age) 4 3 males and 1 females 

YAC18 (10 months of age) 4 2 males and 2 females 

*4 total brains and 6 striatal and cortical tissues respectively 

   

Wt rats (3 months of age) 6 4 males and 2 females 

HD rats (3 months of age) 3 2 males and 1 female 

Wt rats (21 months of age) 3 All females 

HD rats (21 months of age) 3 All females 

   

Kin HdhQ7/7 (3 ms of age) 6 4 males and 2 females 

Kin HdhQ7/111 (3 months of age) 3 2 males and 1 female 

Kin HdhQ111/111 (3 months of age) 3 1 male and 2 females 

Kin HdhQ7/7 (12 months of age) 5 3 males and 2 females 

Kin HdhQ7/111 (12 months of age) 5 2 males and 3 females 

Kin HdhQ111/111 (12 months of age) 3 2 male and 1 female 



Table S2 

gene  Sequence 5-3 

Abca1 (Applied Biosystem) Fw AGCCACTGCTTGTTGGAAAGA 

Abca1 (Applied Biosystem) Rev TGCCCTCCAGGTCATGGA 

   

Abca1 (Bio-Rad) Fw GTCAGCTGTTACTGGAAGTGG 

Abca1 (Bio-Rad) Rev CGCCGGGAGTTGGATAACGG 

   

mAbcg1_S1 (Applied Biosystem) Fw TTTGTGCTGTTCGCTGCTCT 

mAbcg1_AS1 (Applied Biosystem) Rev CACGGGACCCACAAATGTC 

   

mAbcg4_F (Applied Biosystem) Fw GAGCTGATTGGCATCATGG 

mAbcg4_R (Applied Biosystem) Rev CAGGATCTGCCCCTTCATC 

   

ApoE (Applied Biosystem) Fw CGTGCTGTTGGTCACA TTGC 

ApoE (Applied Biosystem) Rev TTCCTGGACCTGGTCAGAC 

   

ApoE (Bio-Rad) Fw GACAGATCAGCTCGAGTGGC 

ApoE (Bio-Rad) Rev CTTCCGTCATAGTGTCCTCCAT 

   

Hmgcr (Applied Biosystem) Fw CTTGTGGAATGCCTTGTGATTG 

Hmgcr (Applied Biosystem) Rev AGCCGAAGCAGCAGCACATGAT 

   

Hmgcr (Bio-Rad) Fw GGAGCATAGGCGGCTACA 

Hmgcr (Bio-Rad) Rev ACCACCCACGGTTCCTA TCT 

   

7dhcr (Bio Rad) Fw TCTTCGCTCCATTCATTGTG 

7dhcr (Bio-Rad) Rev AAGCCAGGAATAAAGCAGCA 

   

Cyp51 (Bio-Rad) Fw CTGAGGCCTCCAATAATGAC 

Cyp51 (Bio-Rad) Rev AACTTCTCTCCTGA TGCTGG 




