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In 1971, Farrior and Endicott' mentioned that there were 22
reported cases of congenital hearing loss associated with
enlargement of the cochlear aqueduct. They added six new
cases. Some of these patients were submitted to stapedecto-
mies, in an attempt to eliminate the conductive part of the
hearing loss. They had gushers, with a large flow of cerebro-
spinal fluid filling the operating field when the stapes foot-
plate was punctured or removed. The hearing became better
for a short time, but this improvement did not last. They
attributed this hearing loss to an enlarged cochlear aqueduct
or to a defect in the modiolus. Recurrent otic meningitis due
to footplate fistulas have also been reported by Stool et al. 2
Hipskind et al,> Gacek and Leipzik,* and Jensen et al.”

In 1973, Glasscock® published an extensive review of this
problem, and reported 3 cases that he had operated using the
technique described by Farrior for the ablation of the cochle-
ar aqueduct. The operations did not change the hearing
thresholds of these patients.

In 1992, I’ published a study of 9 patients presenting what
I called perilymphatic hypertension. None of them pre-
sented otic meningitis. It was interesting to note that these
patients, in spite of the mixed hearing loss, presented
tympanic reflexes; the perilymphatic hypertension increases
the rigidity of the ossicular chain. This is a very important
finding for the diagnoses of these patients and to minimize
the chances of getting cerebrospinal fluid gushers. This
paper’ was the first to describe the presence of tympanic
reflexes in mixed hearing losses.

In 1998, Minor et al.8 described a different cause for mixed
hearing loss: due to superior canal dehiscence. This defect is
probably congenital, but the first symptoms appear around
40 years of age.

The intensity of the symptoms is quite variable; the most
common are autophony, tinnitus, oscillopsia, discomfort in
the presence of intense sounds, and occasional changes in
intracranial pressure. Since there is a fistula in the peril-
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ymphatic space, one can conclude that this syndrome is
linked to perilymphatic hypotension.

Imaging is quite important, as it can show enlarged
cochlear aqueducts or superior canal dehiscence. But the
tomographic scans may be normal in the cases with mod-
iolus defects. Curiously, both perilymphatic hypertension
and hypotension are linked to mixed hearing loss with the
presence of tympanic reflexes.

In conclusion, mixed hearing losses with the presence of
tympanic reflexes are always related to inner ear problems.

References

1 Farrior JB, Endicott JN. Congenital mixed deafness: cerebrospinal
fluid otorrhea. Ablation of the aqueduct of the cochlea. Laryngo-
scope 1971;81(05):684-699. Doi: 10.1288/00005537-197105000-
00008

2 Stool S, Leeds NE, Shulman K. The syndrome of congenital deafness
and otic meningitis: diagnosis and management. ] Pediatr 1967;71
(04):547-552. Doi: 10.1016/s0022-3476(67)80106-9

3 Hipskind MM, Lindsay JR, Jones TD, Valvassori GE. Recurrent
meningitis and labyrinthine gusher, related to congenital defects
of the labyrinthine capsule and stapes footplate. Laryngoscope
1976;86(05):682-689. Doi: 10.1288/00005537-197605000-00008

4 Gacek RR, Leipzig B. Congenital cerebrospinal otorrhea. Ann Otol
Rhinol Laryngol 1979;88(3 Pt 1):358-365. Doi: 10.1177/
000348947908800311

5 Jensen ], Terkildsen K, Thomsen KA. Inner ear malformations with
oto-liquorrhea. Tomographic findings in three cases with a mixed
hearing impairment. Arch Otorhinolaryngol 1977;214(03):
271-282. Doi: 10.1007/BF00458322

6 Glasscock ME III. The stapes gusher. Arch Otolaryngol 1973;98
(02):82-91. Doi: 10.1001/archotol.1973.00780020088004

7 Mangabeira-Albernaz PL, Hidal LBT, I6rio MCM. The perilym-
phatic hypertension syndrome. Acta Otolaryngol 1992;112(02):
306-310. Doi: 10.1080/00016489.1992.11665423

8 Minor LB, Solomon D, Zinreich JS, Zee DS. Sound- and/or pressure-
induced vertigo due to bone dehiscence of the superior semicir-
cular canal. Arch Otolaryngol Head Neck Surg 1998;124(03):
249-258. Doi: 10.1001/archotol.124.3.249

© 2024. The Author(s).

This is an open access article published by Thieme under the terms of the
Creative Commons Attribution 4.0 International License, permitting copying
and reproduction so long as the original work is given appropriate credit
(https:/[creativecommons.org/licenses/by/4.0/).

Thieme Revinter Publica¢des Ltda., Rua do Matoso 170, Rio de
Janeiro, R), CEP 20270-135, Brazil

367


https://orcid.org/0000-0003-0067-9095
mailto:
https://doi.org/10.1055/s-0044-1786830
https://doi.org/10.1055/s-0044-1786830

