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Apical Hypertrophic Cardiomyopathy
Associated with High Degree
Atrioventricular Block: Case Report

Yiiksek Dereceli Atriyoventrikiiler
Blokla Gelen Apikal
Hipertrofik Kardiyomiyopati

ABSTRACT Apical hypertrophic cardiomyopathy (HCM) is a specific variant of HCM. Aryhyth-
mias are markers that predict poor prognosis. In the present report we describe a 54-year-old fema-
le patient who was admitted to our hospital with dizziness and syncope. Electrocardiography
showed high degree atrioventricular AV block. Apical hypertrophy was detected on the transtho-
rasic echocardiography and spades like configuration on the left ventriculagraphy. To the our know-
ledge, this is one of the scarce cases of apical hypertrophic cardiomyopathy (Yamaguchi disease)
with high degree atrioventricular block treated with a permanent cardiac pacemaker implantati-
on.
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OZET Apikal hipertrofik kardiyomiyopati (HKM) HKM nin spesifik bir alt tipidir. Aritmilerin var-
Iig1 hastada kotii prognoz belirtisidir. Bu olgu sunumunda, hastanemize bas donmesi ve bayilma
sikayetiyle bagvuran 54 yaginda kadin hastadan bahsedilmektedir. Elektrokardiyografide yiiksek
dereceli atriyoventrikiiler (AV) blok izlenmistir. Transtorasik ekokardiyografide hipertrofi ve ven-
trikiilografide maga as1 goriiniimii tespit edilmistir. Bu olgu, kardiyak kalic1 pil ile tedavi edilmis api-
kal HKM (Yamaguchi hastaligy) yiiksek dereceli AV blok birlikteligine verilebilecek az sayidaki
orneklerden bir tanesidir.

Anahtar Kelimeler: Hipertrofik kardiyomiyopati, atriyoventrikiiler blok
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pical hypertrophic cardiomyopathy (HCM) is a specific variant of

HCM. Arrhythmias are markers of this disease that predict poor

prognosis. We report a female patient presenting with high
degree AV block and in whom apical HCM was incidentally found. Our
present report is one of the scarce cases of apical HCM (Yamaguchi disea-
se) with high degree atrioventricular block treated with a permanent car-
diac pacemaker implantation.

I CASE REPORT

A 54-year-old female patient was admitted to our hospital with dizziness
and syncope. Her past medical history revealed hypertension and hyperli-
pidemia. The patient had no complaint of angina, dyspnea or palpitation.
She was treated with candesartan and rosuvastatin.
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APICAL HYPERTROPHIC CARDIOMYOPATHY ASSOCIATED WITH HIGH DEGREE ATRIOVENTRICULAR BLOCK

Her physical examination was normal, blood
pressure and heart rate were 120/80 mmHg and 57
bpm, respectively. Electrocardiography (ECG) de-
monstrated a high degree AV block, left ventricu-
lar hypertrophy criteria and negative T waves at all
derivations (Figure 1). ECG findings were consis-
tent with atypical Wenckebach secondary AV
block with 6:5 AV conduction. On 2-dimensional
echocardiography (ECO), an apical 4-chamber vi-
ew of the left ventricle (LV) revealed hypertrophy
of the apex. The thickness of the LV apex was 2.1
cm, the interventricular septum and posterior wall
thicknesses were 1.0 and 0.9 cm, respectively and
no significant gradient was detected in the LV ca-
vity (Figure 2). The coronary angiography was nor-
mal and an ace-of-spades like configuration was
demonstrated on the left ventriculogram in right
anterior oblique position (RAO) (Figure 3). The pa-
tient was treated with a DDR permanent cardiac
pacemaker implantation. The written informed
consent was taken from the patient.

I DISCUSSION

In this article we describe an apical HCM patient
admitted to our hospital with high degree AV
block (atypical Wenckebach secondary AV block
with 6:5 AV conduction ) treated with a permanent
cardiac pacemaker implantation.

HCM is defined as a significant myocardial hy-
pertrophy in the absence of an identifiable cause.
Apical HCM which has been first described in Ja-
pan by Yamaguchi is one of the HCM subtypes.!
Various mutations at cardiac muscle proteins like
myosin heavy chain, cardiac troponin T, tropom-
yosin, myosin binding protein C have been defi-
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FIGURE 1: Electrocardiography demonstrated third degree atrioventriculer
block (arrow), left ventricle hypertrophy criteria and negative T waves at all
derivations.
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FIGURE 2: On 2-dimensional echocardiography, an apical 4-chamber view
of the left ventricle (LV) revealed hypertrophy of the apex.

FIGURE 3: Ace-of-spades like configuration was demonstrated on the left
ventriculography in right anterior oblique position (RAO).

ned. It constitutes 25% of cases of HCM in Japan;
however with an only 1% to 2% of incidence in the
HCM patients in the non-Japanese population. It is
characterized by hypertrophy that is confined to
the apex which causes a ace of spades like configu-
ration in RAO on the left ventriculogramphy. Gi-
ant negative T waves and tall R waves in the left
precordial leads are the ECG hallmarks of the Ja-
panese form of apical hypertrophy as seen on the
ECG in our patient. ECO demonstrates localized
apical hypertrophy with at least 15 mm apical wall
thickness or a ratio of maximal apical to posteroba-
sal thickness greater than 1.5.2* Arrhythmias are
markers of this disease that predict poor prognosis
and sudden cardiac death is the most leading cause
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of death in young athletes particularly.>® But in this
type of HCM prognosis is rather good and severe
arrhythmias, sudden cardiac death are less common
than the other types.”® First degree AV block is the
most seen block type on the ECG.? Pathophysio-
logy of the AV block is not completely understood.
Kaneshige et al observed degeneration and fibrous
replacement of the AV conduction system in cats
with AV block. Also chondrometaplastic and osse-

YUKSEK DERECELI ATRIYOVENTRIKULER BLOKLA GELEN APIKAL HiIPERTROFIK KARDIYOMIYOPATI

us lesions surrounding the central fibrous body ha-
ve been found compressing the conduction fibers.!

Complete AV block with other types of hyper-
trophic cardiomyopathy has been declared by
many authors.''? We preferred to introduce this
case as one of the scarce cases of apical HCM (Ya-
maguchi disease) with high degree atrioventricu-
lar block treated with a permanent cardiac
pacemaker implantation.
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