KCNQ1 Rule Code Combination Guidance:

The Potassium Channel Arrhythmia VCEP recommends using the point system for rule code combining, as proposed by Tavtigian, et al. 2020 (PMID: 32720330), rather than the rule combination system described in the original 2015 Variant Curation Guidelines. The ranges for Uncertain and Likely Benign have been modified below to classify variants with -1 total points as VUS rather than Likely Benign.

https://pubmed.ncbi.nlm.nih.gov/32720330/
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Category Point ranges

Pathogenic > 10
Likely Pathogenic 6=9*
Uncertain -1-5
Likely Benign -2 --6%

Benign <=7
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Point values for ACMG/AMP strength of evidence categories

Evidence Point Scale
Strength Pathogenic Benign
Indeterminate 0 08
Supporting 1 =il
Moderate 2 -2t
Strong 4 -4

Very Strong 8 -gt




