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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.

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.

Apical Hypertrophic Cardiomyopathy
Associated with High Degree

Atrioventricular Block: Case Report

AABBSS  TTRRAACCTT  Api cal hyper trop hic car di om yo pathy (HCM) is a spe ci fic va ri ant of HCM. Aryhyth-
mias are markers that predict poor prognosis. In the pre sent re port we des cri be a 54-ye ar-old fe ma -
le  pa ti ent who was ad mit ted to our hos pi tal with diz zi ness and synco pe. Elec tro car di og raphy
sho wed high deg re e atrioventricular AV block. Api cal hyper trophy was de tec ted on the trans tho -
ra sic ec ho car di og raphy and spa des li ke con fi gu ra ti on on the left ventriculagraphy. To the our know -
led ge, this is one of the scar ce ca ses of api cal hyper trop hic car di om yo pathy (Ya ma guc hi di se a se)
with high deg re e at ri o ven tri cu lar block tre a ted with a per ma nent car di ac pa ce ma ker imp lan ta ti -
on.

KKeeyy  WWoorrddss::  Car di om yo pathy, hyper trop hic, at ri o ven tri cu lar block

ÖÖZZEETT  Api kal hi per tro fik kar di yo mi yo pa ti (HKM) HKM’nin spesifik bir alt ti pi dir. Arit milerin var -
lı ğı has ta da kö tü prog noz be lir ti si dir. Bu ol gu su nu mun da, has ta ne mi ze baş dön me si ve ba yıl ma
şikâye tiy le baş vu ran 54 ya şın da kadın has ta dan bah se dil mek te dir. Elek tro kar di yog ra fi de yük sek
de re ce li at ri yo ven tri kü ler (AV) blok iz len miş tir. Trans to ra sik eko kar di yog ra fi de  hi per tro fi ve ven -
tri kü log ra fi de ma ça ası gö rü nü mü tes pit edil miş tir. Bu ol gu, kar di yak ka lı cı pil ile te da vi edil miş api -
kal HKM (Ya ma guc hi has ta lı ğı) yük sek de re ce li AV blok bir lik te li ği ne ve ri le bi le cek az sa yı da ki
ör nek ler den bir ta ne si dir. 

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Hi per tro fik kar di yo mi yo pa ti, at ri yo ven tri kü ler blok
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Her physi cal exa mi na ti on was nor mal, blo od
pres su re and he art ra te we re 120/80 mmHg and 57
bpm, res pec ti vely. Electrocardiography (ECG) de -
mons tra ted a high deg re e AV block, left ven tri cu -
lar hyper trophy cri te ri a and ne ga ti ve T wa ves at all
de ri va ti ons (Fi gu re 1). ECG fin dings we re con sis -
tent with aty pi cal Wenc ke bach  se con dary AV
block with 6:5 AV con duc ti on. On 2-di men si o nal
ec ho car di og raphy (ECO), an api cal 4-cham ber vi -
ew of the left ven tric le (LV) re ve a led hyper trophy
of the apex. The thick ness of the LV apex was 2.1
cm, the in ter ven tri cu lar sep tum and pos te ri or wall
thick nes ses we re 1.0 and 0.9 cm, res pec ti vely  and
no sig ni fi cant gra di ent was de tec ted in the LV ca -
vity (Fi gu re 2). The co ro nary an gi og raphy was nor-
mal and an ace-of-spa des li ke con fi gu ra ti on was
de mons tra ted on the left ven tri cu log ram in right
an te ri or ob li qu e po si ti on (RA O) (Fi gu re 3). The pa-
ti ent was tre a ted with a DDR per ma nent car di ac
pa ce ma ker imp lan ta ti on. The writ ten in for med
con sent was ta ken from the pa ti ent.

DIS CUS SI ON

In this ar tic le we des cri be an api cal HCM pa ti ent
ad mit ted to our hos pi tal with high deg re e AV
block (aty pi cal Wenc ke bach  se con dary AV block
with 6:5 AV con duc ti on ) tre a ted with a per ma nent
car di ac pa ce ma ker imp lan ta ti on. 

HCM is de fi ned as a sig ni fi cant myo car di al hy-
per trophy in the ab sen ce of an iden ti fi ab le ca u se.
Api cal HCM which has be en first des cri bed in Ja -
pan by Ya ma guc hi is one of the HCM subt ypes.1

Va ri o us mu ta ti ons at car di ac musc le pro te ins li ke
myo sin he avy cha in, car di ac tro po nin T, tro pom -
yo sin, myo sin bin ding pro te in C ha ve be en de fi -

ned. It cons ti tu tes 25% of ca ses of HCM in Ja pan;
ho we ver with an only 1% to 2% of in ci den ce in the
HCM pa ti ents in the non-Ja pa ne se po pu la ti on. It is
cha rac te ri zed by hyper trophy that is con fi ned to
the apex which ca u ses a ace of spa des li ke con fi gu -
ra ti on in RA O on the left ven tri cu log ramphy. Gi -
ant ne ga ti ve T wa ves and tall R wa ves in the left
pre cor di al le ads are the ECG hall marks of the Ja -
pa ne se form of api cal hyper trophy as se en on the
ECG in our pa ti ent. ECO de mons tra tes lo ca li zed
api cal hyper trophy with at le ast 15 mm api cal wall
thick ness or a ra ti o of ma xi mal api cal to pos te ro ba -
sal thick ness gre a ter than 1.5.2-4 Arrhy thmi as are
mar kers of this di se a se that predict poor prognosis
and sud den car di ac de ath is the most le a ding ca u se

FIGURE 1: Electrocardiography demonstrated third degree atrioventriculer
block (arrow), left ventricle hypertrophy criteria and negative T waves at all
derivations.

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).
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of de ath in yo ung ath le tes par ti cu larly.5,6 But in this
type of HCM prog no sis is rat her go od and se ve re
arrhy thmi as, sud den car di ac de ath are less com mon
than the ot her types.7,8 First deg re e AV block is the
most se en block type on the ECG.9 Pat hoph ysi o -
logy of the AV block is not comp le tely un ders to od.
Ka nes hi ge et al ob ser ved de ge ne ra ti on and fib ro us
rep la ce ment of the AV con duc ti on system in cats
with AV block. Al so chon dro me tap las tic and os se -

us le si ons sur ro un ding the cen tral fib ro us body ha -
ve be en fo und com pres sing the con duc ti on fi bers.10

Comp le te AV block with ot her types of hyper -
trop hic car di om yo pathy has be en dec la red by
many aut hors.11,12 We pre fer red to in tro du ce this
ca se as one of the scar ce ca ses of api cal HCM (Ya-
ma guc hi di se a se) with high deg re e at ri o ven tri cu -
lar block  tre a ted with a per ma nent car di ac
pa ce ma ker imp lan ta ti on.
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