
Turkiye Klinikleri J Case Rep 2016;24(4)

326

id-ventricular obstructive hypertrophic cardiomyopathy (MVO-
HCM) is a rare type of cardiomyopathy, associated with apical
aneurysm formation in some cases.1-4 This type of hypertrophic

cardiomyopathy (HCM) is strongly related to cardiac death associated with
cardiac arrhythmias.5,6 Herein, we describe a case of MVOHCM in associa-
tion with stroke and sudden cardiac death.

CASE REPORT

A 50 years-old man presented with ventricular fibrillation has been admit-
ted to another hospital. After succesful defibrillation in that hospital, he
was transferred to the coronary care unit of our hospital because of ad-
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vanced investigation. There was family history of
sudden death. For the previous 3 years, he had
experienced left hemiplegia due to stroke, for
which he had been prescribed warfarin. At the
time of initial medical treatment, he had been di-
agnosed hypertrophic obstructive cardiomyopa-
thy in the mid portion of the interventricular
septum.

After successful defibrillation, the patient’s
electrocardiogram showed obvious ST segment
elevation in leads V3 through V6 (Figure 1). Lab-
oratory findings are normal. Chest radiography
did not show cardiomegaly or pulmonary con-
gestion. We performed coronary angiography
and found normal coronary arteries. Echocardio-
graphy disclosed mid-ventricular obstruction
during systole, and an apical aneurysm. There
was a insignificant pressure gradient (25 mmHg)
between the basal and apical sites of the left ven-
tricle (LV)at rest, Using continuous wave Doppler
echocardiography, the pressure gradient was
measured as 40 mmHg after valsalva maneuver.
There was paradoxical jet flow from the apical
aneurysm to the left ventricular outflow tract
during early diastole (Figure 2). 

Implantation of a cardioverter-defibrillator
was recommended. After treatment with an oral
β-blocker and implantation of cardioverter-de-
fibrillator the patient experienced no episodes of
ventricular tachycardia; but his electrocardio-
graphic and wall-motion abnormalities persisted
during the 3-month follow-up period.

DISCUSSION

MVOHCM is a rare form of hypertrophic car-
diomyopathy, characterized by the presence of a
pressure gradient between the apical and basal
chambers of the left ventricle.1,4,5,7-10 It is frequently
associated with an apical aneurysm without signif-
icant atherosclerotic coronary artery disease. The
mechanisms responsible for apical aneurysm for-
mation are not well understood. But it has been
suggested that apical aneurysm may be secondary
to the increased afterload and high apical pressure
arising from the midventricular obstruction seen in
the degenerative process of hypertrophic car-
diomyopathy.2,11 Other possible causes of aneurysm
formation are small vessel disease with decreased
coronary flow reserve, coronary stenosis due to an
increased wall stress in the hypertrophied myocar-
dial segment, decreased coronary perfusion pres-
sure due to the mid-ventricular obstruction,
coronary spasm, and decreased capillary/myocar-
dial fiber ratio.12

Approximately 2% of patients with hyper-
trophic cardiomyopathy present with apical LV
aneurysms. Incidence of apical thrombus is un-
known in HCM, although embolic events  could be
first presentation in patients with HCM, such as
our case.

The clinical course of our HCM patients with
LV apical aneurysms was variable but overall
proved to be largely unfavorable. Large apical
aneurysm in patients with HCM to likely representFIGURE 1: ECG showed obvious STsegment elevation in leads V3 through V6.

FIGURE 2:There was paradoxical jet flow from the apical aneurysm to the left
ventricular outflow tract during early diastole.
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an arrhythmogenic substrate for the generation of
malignant ventricular tachyarrhythmias. 

Generally, beta blockers are the first choice of
treatment for patients with subaortic obstructive
hypertrophic cardiomyopathy, but the optimal
treatment for MVOHCM has not yet been estab-
lished. Dualchamber pacing and percutaneous my-
ocardial ablation have been proposed as non-
surgical treatments, but their long-term prognosis
and procedural safety await further observation
with a large patient population.13,15 The surgical
treatment of midventricular hypertrophic obstruc-
tive cardiomyopathy is described in literature.
Kunkala et al. described the results of a transapical
approach, noting that this option allows an excel-
lent approach for myectomy, as well as for the re-

lief of the intraventricular gradient and associated
symptoms without any complications related to the
apical incision were observed with a five-year sur-
vival similar to that expected in the general popu-
lation (95% vs. 97%).16 Another surgical option is
successful septal myectomy plus excision of the
aneurysm.

HCM patients with LV apical aneurysm rep-
resent a previously underrecognized but clinically
important subset within the broad HCM disease
spectrum. In recent study show that MVOHCM
patients with an aneurysm had a higher probabil-
ity to progress to end-stage HCM. Clinical recog-
nition of this phenotype often requires a high index
of suspicion. In the present case, overlook of diag-
nosis led to catastropic event.
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