Table 1. The diagnostic criteria that Mary N Sheppard has developed and uses
to assess for the major cardiac diseases that underlie SCD.

Pathology

Macroscopic Criteria

MicroscopicCriteria

Hypertrophic
cardiomyopathy

Increase in heart weight*.
Rightventricularwall
thickness >5mm or left >15
mm. Atrial dilatation.

Can be normal
macroscopically.

Absence of coronary artery
disease.

Leftventricular myocyte disarray (>20% of
myocardial disarrayin at least 2 cardiac
sections) and myocyte hypertrophy with
or withoutinterstitial orreplacement
fibrosisand thick walled blood vessels.

Arrhythmogenic
cardiomyopathy

Normal or increased heart
weight*. Rightorleft
ventricularthinning, fatty
replacement, fibrosison the
epicardial surface.

Can be normal
macroscopically.

Absence of coronary artery
disease.

Fibrosis admixed with fatty infiltration of
the myocardium originating fromthe
epicardial surface (>20%in at least 2
cardiac sections).

Dilated
cardiomyopathy

Increase in heartweight* with
dilated left ventricle (>40mm
chamberdiameter) and thin
compact wall (<10mm).

Mural thrombiinventricles
Dilated atria with thrombiin
appendages.

Absence of coronary artery
disease.

Widespread diffuseinterstitial or
replacement fibrosis (>20% in at least
2 cardiac sections) in the left ventricle
with atrophic myocytes.

Idiopathicleft
ventricular
hypertrophy

Increase in heart weight*. Left
ventricularwall thickness >15
mm. No hypertension or
coronary artery disease.

Myocyte hypertrophy with or without
replacementorinterstitial fibrosis.
Absence of myocyte disarray.

Idiopathicleft
ventricularfibrosis

Normal heart weightand wall
thickness with/without
scarring macroscopically.
Absence of coronary artery
disease. Absence of coronary
artery disease.

Replacementorinterstitial fibrosis (>20%
inat least 2 cardiac sections). Absence of
myocyte disarray.

Hypertensive heart
disease

Increase in heart weight*. Left
ventricularwall thickness >15
mm. History of hypertension.

Myocyte hypertrophy with fine interstitial
fibrosisin subendocardium. Absence of
myocyte disarray.
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No coronary artery disease.

Myocarditis Normal or dilated ventricles Inflammation (>20% in at least 2 cardiac
with variegated appearance. sections) with associated myocyte
o ) . necrosis.
Fibrinous pericarditis.
Can be normal
macroscopically.
Coronary Atherosclerosis with l[uminal Acute or chronicinfarctioninrightor left

atherosclerosis

narrowing >75% or lumenless
than 1mm orinability toinsert
2mm probe.

Infarction orscarring in
myocardium.

Normal myocardium

Rupture with
haemopericardium.

Thrombosisin coronary
artery.

ventricle.

May be no infarction.

Anomalous
coronary artery

Anomalous origin of the
coronary arteryinthe
incorrectsinus with
interarterial course or
pulmonary artery origin.

May have acute or chronicinfarctionin
theright or left ventricle.

Mitral valve
prolapse

Prolapse of mitral valve above
the atrioventricularjunction
with ballooning between
cords inone or both leaflets.
Diffuse thickening of leaflets.

Mitral Annulardilatation.

Cordal thinningand /or
rupture.

Myxoid degeneration with expansionin
spongiosa of leaflets and destruction of
fibrosalayer. May be subendocardial
fibrosisin posterobasalleft ventricle.

Aorticstenosis

Significant valve stenosis
demonstrated by inability to
inserta fingerthroughthe
annulus.

Calcified valveand/or bicuspid
valve.

Increase in heart weight*and
left ventricularwall thickness
>15mm.

Myocyte hypertrophy and/orinterstitial or
replacement fibrosis throughout left
ventricle.
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Footnotes: *Increasein heart weight is defined as greater than 450g in females

and greater than 550g in males.
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Figure legend:

Upper left: Idiopathicleft ventricular hypertrophy showing hypertrophied myocytes.

Upper right: Arrhythmogenic cardiomyopathy showingfat and fibrosis present in the subepicardium.

Lower left: Hypertrophic cardiomyopathy showing myocyte disarray.

Lower right: Myocarditisshowing a lymphohistiocyticinflammatoryinfiltrate with corresponding myocyte necrosis.
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UK n=7214 all ages Sheppard 2022

Australasia n=490 1-35yrs Bagnall 2016

Spain n=711-35yrs Morentin 2003

Ireland n=116 15-34yrs Margey 2011

USA military recruits n=902 >18yrs Eckart 2011

Switzerland n=188 10-50yrs Chappex 2015

Denmark n=458 all ages Lynge 2021

Italy n=273 1-35yrs Corrado 2001

USA sports n=842 <39yrs Maron 2016
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Finland non-ischaemic n=579 <60yrs Hookana 2011
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