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Cystic tumour of the atrioventricular nodal
region: report of a case successfully treated with
surgery
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Abstract
A case is reported of a 59 year old woman
who presented with palpitations. Electro-
cardiographic studies revealed atrial fi-
brillation and atrioventricular block.
Echocardiography and magnetic reso-
nance imaging showed a right atrial cystic
mass attached to the interatrial septum.
The patient underwent surgical excision
of the mass. Histopathological findings
were of a cystic tumour of the atrio-
ventricular nodal region. This is the
second report of this condition diagnosed
antemortem and treated successfully with
surgical excision.
(Heart 2000;83:e6)
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There are a variety of lesions that can arise
from the right atrium and the interatrial
septum and involve the conduction system.
One of them is the cystic tumour of the atrio-
ventricular (AV) nodal region, also known as
mesothelioma of the AV node.1

They have been termed both “lymphangi-
oma” and “mesothelioma of the atrioventricu-
lar node”. However, the immunocytochemical
features in this case and in two recently
reported necropsy cases indicates an epithelial
pattern of diVerentiation.2 This is supported by
the presence of squamous epithelium and
sebaceous gland-like elements. These tumours
are rare and although they have been described
in the literature, most of them are postmortem
findings. Balasundaram and colleagues re-
ported the first case of successful follow up
after excision of a mesothelioma of the A-V
node.3 Some cases have been incidentally diag-
nosed at necropsy, suggesting that they can
remain clinically silent.4

Case report
This 59 year old woman presented with palpita-
tions. A resting ECG and 24 hour Holter moni-
toring revealed sinus rhythm and various
degrees of heart block. Echocardiography and
MRI revealed a right atrial cystic lesion with a
broad connection with the interatrial septum (fig
1). She had had a stroke 12 years previously. At

that time she was found to be in atrial fibrillation
and was anticoagulated with warfarin.

The patient underwent surgery under car-
diopulmonary bypass. Biatrial transeptal ap-
proach revealed a cystic mass, 3 cm in its
greatest dimension, lying within the interatrial
septum. The wall of the coronary sinus formed
the lateral wall. The cyst was incised and
deroofed from the right atrial surface. Approxi-
mately 3–5 ml of dark green semisolid material
was removed from the cyst, which was partially
excised.

Postoperatively she developed atrial flutter
and various degrees of AV block with a slow
ventricular rate that required the insertion of a
permanent pacemaker. Thereafter the recovery
was uneventful.

Histology
The cyst wall was composed of fibrous
connective tissue showing foci of chronic
inflammation and covered by a single layer of
cuboidal epithelioid cells. Within the fibrous
tissue were smaller cysts lined by similar
cuboidal cells and containing hyaline eosino-
philic material (fig 2). Focally, the cyst lining
cells were stratified.

Elsewhere, there were solid nests of epithe-
lioid cells resembling sebaceous glands with
compact dark cells on the periphery and larger
pale cells in the centre (table 1).

Discussion
The diVerential diagnoses of cystic epithelioid
tumours in this region includes bronchogenic
cysts, ectopic thyroid (struma cordis), terat-

Figure 1 Magnetic resonance imaging of the thorax
showing the tumour arising from the right side of the
interatrial septum.
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omas, metastatic adenocarcinomas and a
specific pathological entity now termed “cystic
tumours of the atrioventricular nodal region”.

The lesion appeared histologically benign
with no features to suggest that it could be a
metastatic carcinoma. The histological features
fit those of a cystic tumour of the atrioventricu-
lar nodal region. These are typically multi-

cystic, devoid of smooth muscle, and have his-
tologically benign epithelium showing various
patterns of diVerentiation including the simple
squamous, stratified squamous, and sebaceous
gland-like patterns seen in this case.1

To our knowledge, this is the second case of
cystic tumour of the AV node region that has
been diagnosed antemortem and successfully
treated.3 Allen and colleagues, in their study of
17 tumours in necropsy specimens, described a
variety of clinical presentations including com-
plete heart block, atrioventricular block and
sudden death.2 5 Age of presentation ranged
from newborn to 86 years. The possibility of
familial occurrence of the condition has been
discussed by Travers.4

In order to make the diagnosis antemortem,
special mention should be paid to those
patients with ECG evidence of heart block with
narrow QRS complexes (limited to the AV
node).6 In some cases of patients with heart
block caused by this type of tumour (diagnosed
postmortem), pacemaker implantation did not
prevent death.7
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Figure 2 Photomicrograph of the cyst wall showing the large cyst lining of simple cuboidal
epithelium (arrow) and within the fibrous wall of the large cyst, smaller cysts lined by
similar simple cuboidal epithelium, and containing hyaline eosinophilic material (arrow).

Table 1 Antibodies used in immunocytochemical staining carried out on 5 µm sections of
formalin fixed paraYn embedded tissue using an avidin biotin peroxidase system with
diaminobenzidine as the chromogen

Antibody Source Specificity Reaction

Antifactor VIII related antigen Dako Endothelium Negative
HBME-1 Dako Mesothelium Negative
CAM5.2 Becton-Dickinson Epithelium & mesothelium Positive
Anticarcinoembryogenic antigen Euro Path Epithelium Positive
AUA1 Oxoid Epithelial glycoprotein Positive
Ber EP4 Dako Epithelial glycoprotein Positive
Antithyroglobulin Dako Thyroid Negative
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