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Clinical Records

Cavernous angioma of the internal auditory canal
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Abstract

Cavernous angiomas of the internal auditory canal are rare lesions. The authors present a case of a 29-year-old
lady with multiple infratentorial cavernous angiomas, whose sister had previously undergone surgery for a
similar supratentorial lesion. She initially presented with an acute brainstem haematoma, secondary to a pontine
cavernous angioma. Three years later she developed progressive right-sided sensorineural hearing loss and
facial nerve paresis due to an internal auditory canal lesion. This was removed via the translabyrinthine

approach and was found to be a cavernous angioma.

This report underlines the multiple and dynamic nature of familial cavernous angiomas, as well as the
importance of follow up to determine whether new symptoms are due to the enlargement of known angiomas or
the development of new ones. As far as the authors are aware, this is the first report describing a cavernous
angioma of the internal auditory canal in the context of familial and multiple infratentorial angiomas.
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Introduction

Cavernous angiomas of the internal auditory canal are
relatively rare lesions and around 35 cases have been
described in the English literature."”'” Cavernous angio-
mas occasionally exist as multiple supra- and infra-tentorial
lesions, often in patients whose relatives are also known to
have similar lesions. We report a case where a de novo
cavernous angioma occurred in the right internal auditory
canal during follow up for a pontine cavernous angioma.
This pontine lesion had been the source of a brainstem
haemorrhage three years prior to the development of
right-sided progressive sensorineural hearing loss and
facial nerve paresis caused by the internal auditory canal
lesions. To the best of our knowledge, this is the first case
of an internal auditory canal cavernous angioma associated
with multiple infratentorial cavernous angiomas, one of
which had bled previously. The presence of a cerebellar
cavernous angioma on the right side implied that retraction
of the cerebellum had to be avoided during the approach
to the internal auditory canal lesion.

Case report

A 29-year-old lady, whose sister had previously undergone
surgery for a supra-tentorial cavernous angioma, initially
presented six years ago with an episode of acute headache,
dysarthria, ataxia, bilateral tinnitus and bilateral hearing
impairment. A magnetic resonance scan of the brain
showed an acute haemorrhage within a cavernous angioma
in the superior medulla and lower pons, at the level of the
VIIth and VIIIth cranial nerve nuclei (Figure 1 (a) and
(b)). Other cavernous angiomas were also identified in the

cerebellar peduncle, the right cerebellar hemisphere and
the parietal cortex. Her symptoms partially resolved over
the subsequent year and serial magnetic resonance
imaging (MRI) did not demonstrate any change in the
size of the brainstem lesion.

Three years later she developed rapidly progressive
right-sided deafness, associated with right facial paresis.
These changes were not associated with recurrence of her
previous ataxia and dysarthria. Her facial nerve function
on the right was Grade III. Pure tone audiometry showed a
mean threshold of 25 dB on the right; the hearing in the
left ear was normal. MRI at this stage showed no change in
her brainstem and cerebellar cavernous angiomas; there
was, however, a new lesion 5 mm in diameter in the right
internal auditory meatus. This was hypointense on T1- and
isointense on T2-weighted images; enhancement was noted
after gadolinium diethylenetriaminepenta-acetic acid
(DTPA) administration. It was therefore felt to be a
vestibular schwannoma, although it was clear that the new
facial palsy was discordant with this. It was decided at this
stage to delay surgery and to manage the lesion by regular
evaluation.

The lesion was noted to enlarge on serial scans and
measured 10 mm two years later (Figure 2). There was no
change in the signal characteristics, but the lesion now
extended into the cerebellopontine angle by 5 mm. There
was no significant change in her facial nerve function. Pure
tone audiometry showed a mean threshold of 70 dB in the
right ear. It was felt that the increasing size of the lesion
was an indication for operative management. In view of
her right-sided hearing deficit, and considering that a
retrosigmoid approach would involve retraction on the
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FiG. 1

T2-weighted axial (a) and T1-weighted sagittal (b) MRI scan
at initial presentation showing acute haemorrhage within a
pontine cavernous angioma.

right cerebellar hemisphere, which also contained a
cavernous angioma, it was decided that the trans-
labyrinthine approach would be the safest option. The
lesion was reddish-brown in colour and was adherent to
the VIIth and VIIIth cranial nerves. Complete resection
was achieved (Figure 3). Intra-operative facial nerve
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FiG. 2

T2-weighted axial MRI scan showing right internal auditory
canal and CPA cavernous angioma. The other angiomas in the
pons and the right cerebellum are also evident.

monitoring was used and structural and functional facial
nerve integrity was maintained. There was no deteriora-
tion in her facial paresis post-operatively. Histologically,
the lesion was seen to consist almost entirely of dilated
thin-walled sinusoidal vascular channels typical of a
cavernous angioma (Figure 4).

Discussion

Cavernous angiomas are malformations of the intracranial
vasculature that affect 0.5 to 0.7 per cent of the
population.’” In post-mortem studies they constitute up
to 15 per cent of intracranial vascular malformations,
which also include arterio-venous malformations, venous
malformations and capillary telangiectases. Cavernous
angiomas may occur sporadically, when they usually exist
as isolated lesions, or may be familial, when the incidence
of multiple angiomas is higher.??! About a quarter of
cavernous angiomas are situated in the infratentorial
compartment; the cerebellum and the brainstem are
equally affected. The commonest location of brainstem
cavernous angiomas is the pons.

Cavernous angiomas are discrete compact lesions
consisting of sinusoidal back to back vascular spaces
lined by an endothelial cell layer. The vascular spaces
essentially contain thrombosed blood, suggesting that the
blood flow through the lesions is slow leading to
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Fi1G. 3
T2-weighted axial MRI scan showing post-operative appear-
ance, with complete excision of the right internal auditory
meatus cavernous angioma.

- A patient with multiple familial haemangioma is
presented

. This is the first reported case of a patient with a
familial haemangioma in the internal auditory canal

. The patient presented with hearing loss and facial
paresis

stagnation. Unlike arteriovenous malformations, the walls
of the vascular spaces do not contain an elastic or a
muscular layer.

Cavernous angiomas are symptomatic in three ways.
They often cause seizures secondary to the irritative effect
of the haemosiderin, the surrounding gliosis, and by
compressing the adjacent cortex. Haemorrhage within
the lesions causes acute neurological deficits; the risk of
haemorrhage has been suggested to lie between 0.1 and 1.1
per cent per lesion per year.?’?*?** Cavernous angiomas
can also present with a progressive neurological deficit; this
is more likely in infratentorial lesions and is due to
progressive slow enlargement secondary to chronic or
recurrent extravasation of blood or to thrombosis.

The familial occurrence of cavernous angiomas has been
described in several studies’’?! This is known to be
commoner in individuals of Mexican-American (Hispanic)
descent. The malformations are often multiple in these
patients and have been shown to be more dynamic.
Zabramski e al.** prospectively followed six families for
a mean duration of 2.2 years. Six of the 21 patients
developed new lesions on MRI of the brain during this
period. Our patient’s intra-canalicular cavernous angioma
had not been identified on the initial magnetic resonance
images performed to evaluate and follow up the pontine
lesion. It is therefore likely that this represents a new
lesion.

Extra-axial cavernous angiomas are rare lesions; they
have been reported to occur most commonly in the middle
fossa and the cavernous sinus.’*?* Around 35 cases of
internal auditory canal cavernous angiomas have been
reported.!”'* Dufour er al.® reviewed the 25 cases reported
from 1949 to 1994 and added a further five cases to the
series. Although the average tumour size of these lesions
was less than 10 mm, 88 per cent of patients sustained
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Photomicrograph of the biopsy specimen. There are numerous

large vascular channels arranged in back to back fashion with

fibrillar connective tissue in between. This appearance is
consistent with a cavernous angioma (H & E; X160)

rapidly progressive hearing loss and up to 72 per cent
presented with facial nerve dysfunction. By contrast, in a
similar population of vestibular schwannoma patients,
there were no cases of facial nerve dysfunction with
tumours up to 10 mm in diameter. In the series described
by Pappas'’ only two out of five patients presented with
facial nerve dysfunction.

Sundaresan er al."’ suggested that sensorineural hearing
loss and pre-operative facial nerve palsy in the presence of
a small intracanalicular tumour is the typical clinical
picture of a vascular space-occupying lesion in the internal
auditory canal, with or without extension into the
cerebellopontine angle. Our patient would support this
hypothesis, however, the early symptoms of the internal
auditory canal cavernous angioma could have been easily
mistaken to arise from slow growth of the pontine
angioma; it was the unilateral hearing loss, confirmed on
pure tone audiometry, as well as the absence of ataxia and
dysarthria, that pointed to right-sided internal auditory
meatus and cerebellopontine angle pathology. The facial
nerve weakness could have been caused by involvement of
the facial nerve nucleus by the pontine cavernous angioma.

None of the reported cases have been described to occur
within the context of familial and multiple cavernous
angiomas. Moreover, our patient is unusual in that a
magnetic resonance scan three years prior to presentation
did not show any evidence of a lesion in the internal
auditory canal. This suggests that the rapid growth of new
lesions known to occur in patients with the familial form of
the disease’” occurs not only in the intra-axial lesions but
also in the rare extra-axial ones.

Conclusion

This report underlines the importance of including
cavernous angiomas in the differential diagnosis of internal
auditory canal lesions, particularly in patients with multiple
and familial cavernous angiomas. It is often difficult to
distinguish these lesions from vestibular schwannomas on
the basis of imaging alone, and early surgery is therefore
indicated to define histology. Patients with multiple
cavernous angiomas need to be followed up regularly to
identify whether progressive neurological symptoms are
due to growing lesions or to the development of new ones.


https://doi.org/10.1258/002221504323086570

CLINICAL RECORDS

References

1

10

11

12

13

14

15

https://doi.org/10.1258/002221504323086570 Published online by Cambridge University Press

Babu R, Ransahoff J, Cohen H, Zagzag D. Cavernous
angiomas of the internal auditory canal: A case report and
review of the literature. Acta Neurochir (Wien)
1994;129:100-4

Bird CR, Drayer BP, Yeates AE. Gas CT cisternography
of an intracanalicular vascular malformation. AJNR
1985;6:969-70

Bordi L, Pires M, Symon L, Cheeseman AD. Cavernous
angioma of the cerebellopontine angle: a case report. Br J
Neurosurg 1991;5:83-6

Brackmann DE, Bartels LJ. Rare tumours of the
cerebellopontine angle. Otolaryngol Head Neck Surg
1980;88:555-9

Cremers WR, Theunissen EJ, Thijssen HO, Meijer H,
Faverly D. Cavernous haemangioma of the internal
acoustic canal. Am J Otol 1991;12:370-3

Dufour JJ, Michaud LA, Mohr G, Pouliot D, Picard C.
Intratemporal vascular malformations (angiomas): parti-
cular clinical features. J Otolaryngol 1994;4:250-3

Fujino A, Tokumasu K, Yoshio S, Momiyama Y,
Nakayama M. A case of cavernous haemangioma in the
internal auditory canal. Auris Nasus Larynx 1993;20:303-8
Fisch U, Ruttner J. Pathology of intratemporal tumours
involving the facial nerve. In: Fisch U (ed) Facial Nerve
Surgery. Birmingham; Aesculapius, 1977;448-56

Kohan D, Downey LL, Lim J, Cohen NL, Elowitz E.
Uncommon lesions presenting as tumours of the internal
auditory canal and cerebellopontine angle. Am J Otol
1997;18:386-92

Lo WW, Shelton C, Waluch V, Salti-Bohman LG,
Carberry JN, Brackmann DE, et al. Intratemporal vascular
tumours: detection with CT and MR imaging. Radiology
1989;171:443-8

Linskey ME, Jannetta PJ, Martinez AJ. A vascular
malformation mimicking an intracanalicular acoustic neur-
ilemmoma. J Neurosurg 1991;74:516-9

Madden GJ, Sirimanna KS. Cavernous haemangioma of
the internal auditory meatus. J Otolaryngol 1990;19:288-91
Mangham CA, Carberry JN, Brackmann DE. Manage-
ment of infratemporal vascular tumours. Laryngoscope
1981;91:867-76

Matia-Guiu X, Alejo M, Sole T, Ferrer I, Baboa R,
Bartumeus F. Cavernous angiomas of the cranial nerves.
J Neurosurg 1990;73:620-2

Mazzoni A, Pareschi R, Calabrese V. Intratemporal
vascular tumours. J Laryngol Otol 1988;102:353-6

16

17

18

19

20

21

22

23
24

25

371

Neely JG, Neblett CR. Differential facial nerve function in
tumours of the internal auditory meatus. Ann Otol Rhinol
Laryngol 1983;92:39-41

Pappas DG, Schneiderman TS, Brackman DE, Clark
Simpson L, Chandra-Sekar B, Sofferman RA. Cavernous
haemangiomas of the internal auditory canal. Otolaryngol
Head Neck Surg 1989;101:27-32

Sasaki T, Sasaki T, Okamoto K, Ishida T, Kirino T.
Cavernous angioma of the internal acoustic meatus. Case
report. Neurol Med Chir (Tokyo) 1999;39:847-51
Sundaresan N, Eller T, Ciric I. Haemangiomas of the
internal auditory canal. Surg Neurol 1976;6:119-21
Zabramski JM, Wascher TM, Spetzler RF, Johnson B,
Golfinos J, Drayer BP, et al. The natural history of familial
cavernous malformations: resullts of an ongoing study.
J Neurosurg 1994;80:422-32

Rigamonti D, Hadley MN, Drayer BP, Johnson PC,
Hoenig-Rigamonti K, Knight JT, et al. Cerebral cavernous
malformations. Incidence and familial occurrence. N Engl
J Med 1988;319:343-7

Curling OD Jr, Kelly DL Jr, Elster AD, Craven DE. An
analysis of the natural history of cavernous angiomas. J
Neurosurg 1991;75:702-8

Robinson JR, Awad IA, Little JR. Natural history of the
cavernous angioma. J Neurosurg 1991;75:709-14

Mori K, Handa H, Gi H, Mori K. Cavernomas in the
middle fossa. Surg Neurol 1980;14:21-31

Namba S. Extracerebral cavernous haemangioma of the
middle cranial fossa. Surg Neurol 1983;19:379-88

Address for correspondence:

Mr Kristian Aquilina, ER.C.S.,
Specialist Registrar in Neurosurgery,
Department of Neurosurgery,
Beaumont Hospital,

Beaumont Road,

Dublin 9,

Ireland.

Fax: 00353 1 8092309
E-mail address: kristianquilina@hotmail.com

Mr D. Rawluk takes responsibility for the integrity of the
content of the paper.
Competing interests: None declared



https://doi.org/10.1258/002221504323086570

