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Description
# of  
Genes Genes ICD-10 Suggestions*

LIPIDEMIAS

Familial Hypercholesterolemia

Includes the genes most commonly 
associated with familial hypercho-
lesterolemia.

4 E78.01 Familial hypercholesterolemia 
Z82.41 Family history of sudden cardiac death  
Z84.81 Family history of carrier of genetic disease 
Z86.74  Personal history of sudden cardiac arrest

Description
# of  
Genes Genes ICD-10 Suggestions*

ARRHYTHMIAS

Pan Arrhythmia

Includes the genes most commonly 
associated with heritable arrhyth-
mias, including long QT syndrome, 
short QT syndrome, arrhythmogenic 
cardiomyopathy, catecholaminergic 
polymorphic ventricular tachycardia, 
and Brugada syndrome.

42 I45.81 Long QT syndrome 
I49.9 Catecholaminergic polymorphic ventricular 
tachycardia (CPVT) 
I49.9 Short QT syndrome 
Q23.8 Brugada syndrome 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or EKG) 
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest

Emerging Evidence Genes
Add-on genes for which there is 
emerging evidence that mutations  
in these genes are related to  
heritable arrhythmias.

14

Brugada Syndrome

Includes the genes most commonly 
associated with Brugada syndrome.

10 Q23.8 Brugada syndrome 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or EKG)  
Z82.41  Family history of sudden cardiac death 
Z84.81  Family history of carrier of genetic disease
Z86.74 Personal history of sudden cardiac arrest

Emerging Evidence Genes
Add-on genes for which there is  
initial evidence that mutations in 
these genes may be related to 
Brugada syndrome.

10

Catecholaminergic Polymorphic Ventricular Tachycardia

Includes the genes most commonly 
associated with catecholaminergic 
polymorphic ventricular tachycardia 
syndrome.

8 I46.2 Cardiac arrest 
I49.9 Catecholaminergic polymorphic ventricular 
tachycardia (CPVT) 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or EKG)  
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest

Long QT Syndrome

Includes the genes most commonly 
associated with long QT syndrome.

15 I45.81 Long QT syndrome 
I46.2 Cardiac arrest 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or EKG)  
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest 

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations in 
these genes may be related to long 
QT syndrome.

2

Short QT Syndrome

Includes the genes most commonly 
associated with short QT syndrome.

6 I49.9 Short QT syndrome 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or EKG) 
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest 
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*This list is not comprehensive and it is the ordering provider’s responsibility to select the most appropriate ICD-10 code

Description
# of  
Genes Genes ICD-10 Suggestions*

CARDIOMYOPATHIES

Pan Cardiomyopathy

Includes genes most commonly 
associated with heritable car-
diomyopathies, including dilated 
cardiomyopathy, hypertrophic 
cardiomyopathy, arrhythmogenic 
cardiomyopathy, left ventricular 
noncompaction, and restrictive 
cardiomyopathy.

52 I42.0 Dilated cardiomyopathy 
I42.1 Hypertrophic obstructive cardiomyopathy 
I42.2 Hypertrophic non-obstructive cardiomyopathy 
I42.5 Cardiomyopathy, other restrictive 
I42.8 Other cardiomyopathies 
I42.9 Cardiomyopathy, unspecified 
I43 Syndromic cardiomyopathy 
R55 Syncope and collapse  
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest

Emerging Evidence Genes
Add-on genes for which there is 
emerging evidence that mutations in 
these genes are related to heritable 
cardiomyopathies.

27

RASopathies
Add-on RASopathy genes for a 
related group of disorders, including 
Noonan syndrome and cardiofa-
ciocutaneous syndrome, that often 
include HCM as a feature.

17

Recessive Pediatric Syndrome
Add-on genes related to recessive, 
pediatric-onset syndromes that may 
have cardiomyopathy as a feature.

8

Arrhythmogenic Cardiomyopathy

Includes genes that cause disorders 
that can present with both arrhyth-
mias and cardiomyopathies, includ-
ing arrhythmogenic right ventricular 
dysplasia/cardiomyopathy (ARVC).

20 I42.9 Cardiomyopathy, unspecified 
I43 Syndromic cardiomyopathy 
I47.2 Ventricular tachycardia
I49.8 Other specified cardiac arrhythmias 
I51.7 Ventricular hypertrophy 
R94.31 Abnormal electrocardiogram (ECG or EKG) 
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease
Z86.74 Personal history of sudden cardiac arrest  

Emerging Evidence Genes
Add-on genes for which there is ini-
tial evidence that mutations in these 
genes may be related to arrhythmo-
genic cardiomyopathy.

3

Dilated Cardiomyopathy

Includes the genes most commonly 
involved in dilated cardiomyopathy 
(DCM). Includes genes that cause 
primary DCM as well as syndromic 
conditions with DCM as a symptom, 
including Danon disease, Duchenne 
and Becker muscular dystrophy, 
Emery-Dreifuss muscular dystrophy, 
and transthyretin amyloidosis.

42 I42.0 Dilated cardiomyopathy 
I42.9 Cardiomyopathy, unspecified 
I43 Syndromic cardiomyopathy
I51.7 Ventricular hypertrophy 
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest 

Emerging Evidence Genes
Add-on genes for which there is ini-
tial evidence that mutations in these 
genes may be related to DCM.

20

Recessive Pediatric Syndrome
Add-on genes related to recessive, 
pediatric-onset syndromes that may 
have DCM as a symptom.

6
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*This list is not comprehensive and it is the ordering provider’s responsibility to select the most appropriate ICD-10 code

Description
# of  
Genes Genes ICD-10 Suggestions*

CARDIOMYOPATHIES, CONTINUED

Hypertrophic Cardiomyopathy

Includes the genes most commonly 
involved in hypertrophic cardio-
myopathy (HCM). Includes genes 
that cause primary HCM as well as 
syndromic conditions with HCM as 
a feature, including Danon disease, 
Fabry disease, and Pompe disease.

27 I42.1 Hypertrophic obstructive cardiomyopathy
I42.2 Hypertrophic non-obstructive cardiomyopathy
I42.5 Cardiomyopathy, other restrictive
I43 Syndromic cardiomyopathy 
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest Emerging Evidence Genes

Add-on genes for which there is initial 
evidence that mutations in these 
genes may be related to HCM.

11

RASopathies
Add-on RASopathy genes, a related 
group of disorders, including Noonan 
syndrome and cardiofaciocutaneous 
syndrome, that often include HCM as 
a feature.

18

Recessive Pediatric Syndromes
Add-on genes related to recessive, 
pediatric-onset syndromes that may 
have hypertrophic cardiomyopathy as 
a feature.

4

Left Ventricular Noncompaction

Includes genes most commonly 
involved in left ventricular noncom-
paction (LVNC).

17 Q23.8 Brugada syndrome 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or 
EKG)  
Z82.41  Family history of sudden cardiac death 
Z84.81  Family history of carrier of genetic 
disease 
Z86.74 Personal history of sudden cardiac arrest

Emerging Evidence Genes
Add-on genes for which there is initial 
evidence that mutations in these 
genes may be related to LVNC.

2

Restrictive Cardiomyopathy

Includes genes most commonly 
involved with restrictive  
cardiomyopathy.

8 I46.2 Cardiac arrest 
I49.9 Catecholaminergic polymorphic ventricu-
lar tachycardia (CPVT) 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or 
EKG)  
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic 
disease 
Z86.74 Personal history of sudden cardiac arrest

Emerging Evidence Genes
Add-on genes for which there is  
initial evidence that mutations in 
these genes may be related to Bruga-
da syndrome.

2
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Description
# of  
Genes Genes ICD-10 Suggestions*

ARRHYTHMIAS AND CARDIOMYOPATHIES

Pan Arrhythmia and Cardiomyopathy

Includes the genes most commonly 
associated with heritable arrhythmias 
and cardiomyopathies, including long 
QT syndrome, short QT syndrome, 
arrhythmogenic cardiomyopathy, 
catecholaminergic polymorphic 
ventricular tachycardia, Brugada syn-
drome, hypertrophic cardiomyopathy, 
dilated cardiomyopathy, left ventric-
ular noncompaction, and restrictive 
cardiomyopathy.

70 I42.0 Dilated cardiomyopathy 
I42.1 Hypertrophic obstructive cardiomyopathy 
I42.2 Hypertrophic non-obstructive cardiomyopathy 
I42.5 Cardiomyopathy, other restrictive 
I42.8 Other cardiomyopathies 
I42.9 Cardiomyopathy, unspecified 
I43 Syndromic cardiomyopathy 
I45.81 Long QT syndrome 
I49.9 Catecholaminergic polymorphic  
ventricular tachycardia (CPVT)  
I49.9 Short QT syndrome 
Q23.8 Brugada syndrome 
R55 Syncope and collapse 
R94.31 Abnormal electrocardiogram (ECG or EKG)  
Z82.41 Family history of sudden cardiac death 
Z84.81 Family history of carrier of genetic disease 
Z86.74 Personal history of sudden cardiac arrest

Emerging Evidence Genes
Add-on genes for which there is 
emerging evidence that mutations in 
these genes are related to heritable 
arrhythmias.

38

RASopathies
Add-on RASopathy genes for a 
related group of disorders, including 
Noonan syndrome and cardiofaciocu-
taneous syndrome, that often include 
HCM as a symptom.

17

Recessive Pediatric Syndromes
Add-on genes related to recessive, 
pediatric-onset syndromes that may 
have cardiomyopathy as a symptom.

8
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*This list is not comprehensive and it is the ordering provider’s responsibility to select the most appropriate ICD-10 code

Description
# of  
Genes Genes ICD-10 Suggestions*

AORTOPATHIES AND CONNECTIVE TISSUE DISORDERS

Pan Aortopathy and Connective Tissue Disorders

Includes the genes most commonly 
associated with isolated aortic 
aneurysms and dissections as well 
as Loeys-Dietz, Ehlers-Danlos, and 
Marfan syndromes.

32

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations in 
these genes may be related to 
isolated aortic aneurysms and 
dissections as well as Loeys-
Dietz, Ehlers-Danlos, and Marfan 
syndromes.

2

Ehlers-Danlos Syndrome

Includes the genes most commonly 
associated with Ehlers-Danlos 
syndrome.

14  

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations in 
these genes may be related to 
Ehlers-Danlos syndrome.

1

Loeys-Dietz Syndrome

Includes the genes most commonly 
associated with Loeys-Dietz 
syndrome.

5  

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations in 
these genes may be related to 
Loeys-Dietz syndrome.

1

Marfan Syndrome

Includes the gene associated with 
Marfan syndrome.

1  
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*This list is not comprehensive and it is the ordering provider’s responsibility to select the most appropriate ICD-10 code

Description
# of  
Genes Genes ICD-10 Suggestions*

PULMONARY HYPERTENSION

Pan Pulmonary Hypertension

Includes the genes most commonly 
associated with pulmonary arterial 
hypertension and hereditary 
hemorrhagic telangiectasia.

7

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations in 
these genes may be related to  
pulmonary arterial hypertension 
and hereditary hemorrhagic 
telangiectasia.

4

Pulmonary Arterial Hypertension

Includes the genes most commonly 
associated with pulmonary arterial 
hypertension.

5  

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations in 
these genes may be related to 
pulmonary arterial hypertension.

4

Hereditary Hemorrhagic Telangiectasia

Includes the genes most commonly 
associated with hereditary 
hemorrhagic telangiectasia.

4  

Emerging Evidence Genes
Add-on genes for which there is 
initial evidence that mutations 
in these genes may be related 
to hereditary hemorrhagic 
telangiectasia.

1
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ACVRL1

BMPR1B

ACVRL1

BMPR1B

ACVRL1

GDF2

ENG RASA1 SMAD4

GDF2 KCNA5 KCNK3

BMPR2 CAV1 ENG SMAD9

GDF2 KCNA5 KCNK3

BMPR2 CAV1 ENG RASA1 SMAD4 SMAD9


