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A 72-year-old female was found to have symptomatic hypertrophic obstructive
cardiomyopathy associated with significant aortic stenosis. She was found to have
severe left ventricular outflow tract obstruction, asymmetric septal hypertrophy,
significant systolic anterior motion of the anterior mitral valve leaflet, and mitral
regurgitation. She was also found to have moderate aortic stenosis that made the
obstruction even worse which made the patient progressively symptomatic not
responding to medical therapy. She eventually underwent cardiac surgery in form of
left ventricular septal myomectomy and bioprosthetic aortic valve replacement (tissue
AVR) with a size 23 tissue valve, aortic root enlargement with bovine pericardial patch.
She s currently stable on optimal medical therapy, feels much better and stable cardiac

= aortic valve
replacement

Introduction

Hypertrophic cardiomyopathy (HCM) is a genetic disorder
that is characterized by left ventricular hypertrophy (LVH)
unexplained by secondary causes and a nondilated left
ventricle with preserved or increased ejection fraction
(EF). The basal interventricular septum is common finding,
usually asymmetrical with severe septal hypertrophy.'

Aortic stenosis is the narrowing of the aortic valve that affects
the amount of blood ejected from the left ventricle, typically gets
worse over time from mild-to-moderate to severe stage.?

This case is unique as it is uncommon to find hypertro-
phic obstructive cardiomyopathy (HOCM) and aortic steno-
sis at the same time as this can be potentially very serious
and carries high risk due the significant double obstruction
that occurs at the level of left ventricular outflow tract
(LVOT) and aortic valve at the same time. This also carries a
therapeutic challenge due to the progressive nature of these
conditions.
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wise with much better quality of life.

In addition, HCOM is typically associated with significant
LVOT obstruction, asymmetric septal hypertrophy (ASH), and
significant systolic anterior motion (SAM).

It is often caused by sarcomeric mutations resulting in
LVH, fibrosis, hypercontractility, and reduced compliance. It
is affecting approximately 0.2% of the population.?

As HOCM is the most common hereditary disease of the
heart, genetic testing and family screening is said to be
important to get more information that enables accurate
assessment of disease risk in family members.* Here, we are
reporting a rare case of symptomatic hypertrophic obstruc-
tive cardiomyopathy associated with significant aortic ste-
nosis and its management.

Description of the Case Report

A 72-year-old female was found to have symptomatic hyper-
trophic obstructive cardiomyopathy (HOCM) associated with
significant aortic stenosis. She was found to have severe left
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ventricular outflow tract (LVOT) obstruction, asymmetric
left ventricular hypertrophy (ALVH), significant systolic an-
terior motion (SAM) of the anterior mitral valve leaflet and
mitral regurgitation.

Electrocardiogram (ECG) showed atrial fibrillation, left
bundle branch bloc, and heart rate of 67 per minute. LVH
with strain pattern. Poor R wave progression (see =Fig. 1).
Fig. 1 ECG showing atrial fibrillation, LBBB and LAD.

Cardiac catheterization showed normal coronary arteries,
with LV gram showing very small LV cavity during systole
sings of HOCM and LVOT obstruction (see =Fig. 2).

Echocardiography presurgery showed severe LVH
(see =Fig. 3) and normal LV systolic function with EF of 67%.
The cavity size was decreased. There was HOCM, severe SAM
with peak LVOT gradient of 125 mm Hg at rest, and 171 mm Hg
with Valsalva. Restrictive LV filling pattern was consistent with
elevated LA pressure. Moderate aortic stenosis with peak/mean
pressure gradient of 51/25 mmHg, the aortic valve area (AVA)
was 1.1 cm2 and there was moderate aortic valve calcification.

She became progressively worse, with more shortness of
breath, New York Heart Association II-IIl, presyncope, chest
tightness, and tiredness. She developed congestive heart fail-
ure (CHF) and paroxysmal atrial fibrillation with CHADs65
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score of 2, so placed her on novel oral anticoagulation (NOAC),
namely Edoxaban. She is preload-dependent due to her HOCM
and she had significant heart failure; therefore, she was placed
on guidelines-directed medical therapy, a small dose of diuret-
ic and optimal medical therapy.

She was instructed to watch her fluid status closely, watch
her body weight and minimize salt intake and continue with
the above-mentioned medications especially B-blocker. At
that point in time, she does not have palpitations or syncope.
But this patient is at risk of ventricular arrhythmia, and she
was made aware of that. Initially, she was referred for alcohol
septal ablation procedure but she declined that and she also
declined the implantation an implantable cardioverter defi-
brillator (ICD). Family screening was strongly recommended
in her case and she was informed about that to assess her
family for hypertrophic cardiomyopathy. Her mother was
found to have late stage of HOCM and died of that.

She underwent cardiac surgery, LV septal myomectomy,
and bioprosthetic aortic valve replacement (tissue AVR) with
a size 23 tissue valve, aortic root enlargement with bovine
pericardial patch. She currently feels much better and stable
cardiac-wise, has much better quality of life and she is taking
optimal medical therapy. Echocardiography postsurgery
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Fig. 1 ECG showing atrial fibrillation, LBBB and LAD.

showed normal biventricular size and systolic function. The
left ventricular (LV) size and systolic function were normal
with an ejection fraction (EF) of 60 - 65%. Status post
ventricular septal myomectomy (see =Fig. 4) with intact
interventricular septum. The bioprosthetic aortic valve (tis-
sue AVR) was well seated. Normally functioning biopros-
thetic aortic valve with peak/Mean pressure gradients of
23/15 mm Hg, and aortic valve area (AVA) of 23 mm and there
is moderate left ventricular hypertrophy (LVH) with septal
myomectomy changes. There is mild pulmonary hyperten-
sion. RVSP was 40 mm Hg. Mild mitral regurgitation present.
MAC. The ascending aorta is dilated measuring 39 mm.

Discussion

Hypertrophic cardiomyopathy (HOCM) is a genetic disorder
that is characterized by left ventricular hypertrophy unex-
plained by secondary causes and a non-dilated left ventricle

Fig. 2 LV gram showed very small LV cavity during systole sings of
HOCM and LVOT.
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with preserved or increased ejection fraction. Asymmetric
hypertrophic cardiomyopathy is the most common morpho-
logical variant or phenotype of HOCM.!

Our patient was found to have HOCM with asymmetric
ALVH, and significant LVOT obstruction. She also had signif-
icant SAM of the anterior mitral valve leaflet and mitral
regurgitation. Her myocardium was abnormal with cellular

Fig. 3 Echo image showing LV septal hypotrophy with LVOT
obstruction and SAM.
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Fig. 4 Showing LV septal myomectomy.

and myofibrillar disarray, with asymmetrical septal hyper-
trophy. She also found to have moderate aortic stenosis that
made the obstruction even worse. This made the patient
progressively symptomatic despite optimal medical thera-
py. It has been suggested that it is difficult to diagnose and
treat mixed aortic stenosis and obstructive hypertrophic
cardiomyopathy.”> After different investigational proce-
dures, our patient underwent cardiac surgery, after which
she became stable cardiac-wise. She was placed on optimal
medical therapy; her symptoms improved with an improve-
ment of her quality of life as well as reducing long-term
complication. Similar results were reported in a recent
study where surgical myectomy and AVR was associated
with less mortality and longer-term survival.® Moreover, in
a retrospective study conducted on 3523 patients, it was
concluded that concomitant myectomy with AVR is a safe
and effective procedure without additional complications
and should be considered when indicated.” Conversely,
another study showed that TAVR in patient with concomi-
tant HCM was associated with substantially worse in-hos-
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pital outcomes, including cardiogenic shock, renal failure,
and death.®

Overall, the presentation of severely obstructive HOCM
and significant aortic stenosis is not uncommon, and that
patients can undergo a combined surgical myectomy and AV
replacement successfully along with optimal medical thera-
py as reported in our case.

Conclusion

The learning points that HOCM can occur along with signifi-
cant aortic stenosis which can make the obstruction even
worse. Therefore, those patients better to be referred sooner
than later for cardiac surgery to get LV septal myomectomy
and aortic valve replacement to minimize symptoms, to
improve quality of like and reduces long term complication.
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