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-Shortness of breath
*Murmur on auscultation
-Abnormal ECG

*BP: 136/86, Pulse: 66 bpm
*Echocardiogram




Hypertrophlc Cardiomyopathy

Most common genetic
CM

Autosomal dominant
Prevalence - 1 : 500
Sarcomeric gene
mutation

Myofiber disarray

1% risk of sudden
cardiac death

Functional
Obstruction
of the Left Ventricle

(Acquired Aortic
Subvalvar Stenosis)

By Sir Russell Brock

Guys Hosp Rep
106:221-238, 1957




HCM

Heterogeneous
Disease

Geno Therapy
type
Natural
Phenotype history
Clinical
spectrum

Hypertrophic Cardiomyopathy

A Paradigm of Cardiovascular
Molecular Genetics

1990 First gene identified
2013 20 genes; 1200 mutations

Implications for screening
and risk stratification
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ACCF/AHA Pocket Guideline
Adapted from the 2011 ACCF/AHA
Guideline for the
Diagnosis and
Treatment of
Hypertrophic
Cardiomyopathy




@ European Heartourmal ESC GUIDELINES

doi10.1093/eurheartjehu284

2014 ESC Guidelines on diagnosis and
management of hypertrophic cardiomyopathy

The Task Force for the Diagnosis and Management of Hypertrophic
Cardiomyopathy of the European Society of Cardiology (ESC)

Authors/Task Force members: Perry M. Elliott* (Chairperson) (UK) Aris Anastasakis
(Greece), Michael A. Borger (Germany), Martin Borggrefe (Germany), Franco Cecchi
(Italy), Philippe Charron (France), Albert Alain Hagege (France), Antoine Lafont
(France), Gi Lil i (Italy), Heil (Germany), m)J.McKenna
(UK), Jens Mogensen (Denmark), Petros Nihoyannopoulos (UK), Stefano Nistri (Italy),
Petronella G. Pieper (Netherlands), Burkert Pieske (Austria), Claudio Rapezzi (ltaly),
Frans H. Rutten (Netherlands), Christoph Tillmanns (Germany), Hugh Watkins (UK).
Additional Contributor: Constantinos O'Mahony (UK).

ESC Commi ice Guidelines (CPG): Jose Luis i in), Stephan Achenbach

(Germany), Helmut ( ), Jeroen J. Bax , Hé (Spain),
(France), Christi Deaton (UK), Getin Erol (Turkey) (Belgium), Roberto Ferrari (Italy), David Hasdai
(Israel), Armo W. H i JK), Juhani Knuuti (Finland), Philippe Koth
(Belgium), Patrizio Lancellotti (Belgium), Ales Linhart (Czech Republic), Petros Nihoyannopoulos (UK),
Massimo F. Piepoli (Italy), Pi ikowski (Poland), i y), Juan Luis Tamargo (Spain),
Michal Tendera (Poland), Adam Torbicki (Poland), William Wijns (Belgium), Stephan Windecker (Switzerland).
Document Reviewers: David i (CPG Review Coordi i ikowski (Poland) (CPG Review

i h: 3 d in), Cristi iguel Cardim
(Portugal), Juan Ramé (Spain), Stepl ), Per Johan

5. Echocardiography

Mg o e 2911 AR Cass| 1. A TTE is recommended in the initial evaluation of all

u te for the patients with suspected HCM. (Level of Evidence: B)
Diagnosis and
Treatment of
Hypertrophic 2. A TTE is recommended as a component of the

ardiomyopathy screening algorithm for family members of patients
with HCM unless the family member is genotype
negative in a family with known definitive
mutations. (Level of Evidence: B)

3. Periodic (12 to 18 months) TTE screening is
recommended for children of patients with HCM,
starting by age 12 or earlier if a growth spurt or signs
of puberty are evident and/or when there are plans
for engaging in intense competitive sports or there is
a family history of SCD. (Level of Evidence: C)

4. Repeat TTE is recommended for the evaluation of
patients with HCM with a change in clinical status or
new cardiovascular event. (Level of Evidence: B)

5. A transesophageal echocardiogram (TEE) is
recommended for the intracperative guidance of
surgical myectomy. (Level of Evidence: B)




Evaluation of HCM by
Echocardiography

Echo is GOLD standard for
Morphologic/hemodynamic assessment
Guide Management
Risk Assessment/Prognosis

Screening of Family members

Hypertrophic Cardiomyopathy

Echocardiographic Diagnosis

Left Ventricular Hypertrophy = 15 mm
(Asymmetric >> Symmetric)

v

In the absence of another
cardiovascular or systemic
disease associated with LVH
or myocardial wall thickening

Gersh BJ, et al. JACC. 2011;58:€212 ACC/AHA Guidelines




7. Cardiac Magnetic Resonance

Class | 1. CMR imaging is indicated in patients with
Diagnosis and i i
e trment of suspected HCM when echocardiography is
Hypertrophic inconclusive for diagnosis. (Level of Evidence: B)
f Cardiomyopathy

2. CMR imaging is indicated in patients with known
HCM when additional information that may have an
impact on management or decision making regarding
invasive management, such as magnitude and
distribution of hypertrophy or anatomy of the mitral
valve apparatus or papillary muscles, is not
adequately defined with echocardiography. (Level of
Evidence: B)

Classlla 1. CMR imaging is reasonable in patients with HCM
to define apical hypertrophy and/or aneurysm if
echocardiography is inconclusive. (Level of
Evidence: B)

Left Ventricular Morphology in HCM

Sigmoid Reverse Apical Neutral
Septum Septum Variant Septum

181 (47%) 132 (35%) 32 (8%) 37 (10%)
Gene + (8%) Gene +(79%) Gene +(41%) Gene + (32%)

Binder J, et al. Mayo Clin Proc. 2006;81:459




LV wall thickness

(Extent and Distribution)
» Most common location of hypertrophy is
the basal anterior septum.

* Imperative to determine the maximum LV
wall thickness irrespective of views.

* If LV borders cannot be accurately
delineated, echo contrast is useful.

LV Systolic Function

* Typically have hyper-dynamic LVEF
(>65%) and small LV cavities.

* LVEF <50% : “burnt out HCM” (2 — 5%).

* Longitudinal Strain imaging can aid in
detection of sub-clinical LV systolic
dysfunction.

* Longitudinal strain is useful in early
detection of disease.




