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ANAESTHETIC MANAGEMENT OF SEPTOPLASTY SURGERY IN A PATIENT
WITH ALPORT SYNDROME WHO UNDERWENT RENAL TRANSPLANTATION
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SUMMARY

Introduction: Alport Syndrome is a hereditary genetic disorder, that is characterized by renal failure that leads to
progressive kidney failure, bilateral sensorineural hearing loss and eye abnormalities. The optimal management
of anesthesia for patients with Alport syndrome is not well described yet in the literature and the published
anesthesia experience on this topic in the literature is very little. Here in, we want to share our anesthetic
experience of septoplasty surgery in a patient with Alport Syndrome who underwent renal transplantation.

Case report: A 38-year-old man (108 kg, 185 cm), a known case of Alport syndrome was scheduled for
septoplasty surgery. His medical history has no co-existing disease except sensorineural deafness and eye
abnormalities. On the 30th minute of the surgery, he developed hypotension that required a vasopressor agent,
but 10 minutes later his blood pressure began to decrease so to maintain the mean arterial pressure at 65-70
mmHg, we started noradrenalin infusion. At the end of the surgery the patient was extubated once fully awake.
Noradrenaline infusion was discontinued. The patient was transferred to the postanesthetic care unit.

Conclusion: Anesthesia management in Alport syndrome is crucial due to the features of the syndrome. We
thought that, with careful and detailed preoperative evaluation in patients with Alport syndrome, perioperative
problems can be managed more effectively without complications.
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Girig: Alport Sendromu, ilerleyici bébrek yetmezIigi, bilateral sensérinéral isitme kaybi ve g6z anormalliklerine yol
acan bobrek yetmezligi ile karakterize kalitsal bir genetik hastaliktir. Alport sendromlu hastalarda optimal anestezi
yb6netimi literatiirde heniiz iyi tanimlanmamistir ve literatiirde bu konuda yayinlanmis anestezi deneyimi ¢ok azdir.

Burada, bébrek nakli yapilan Alport Sendromlu bir hastada septoplasti ameliyati anestezi deneyimimizi paylasmak
istiyoruz.

Olgu sunumu: 38 yasinda erkek (108 kg, 185 cm), bilinen bir Alport sendromu olgusuna septoplasti ameliyati
planlandi. Tibbi ge¢misinde sensérinbral sagirlik ve gbz anormallikleri disinda eslik eden bir hastaligi yok.
Ameliyatin 30. dakikasinda vazopressér ajan gerektiren hipotansiyon gelisti ancak 10 dakika sonra tansiyonu
diismeye baslayinca ortalama arter basincini 65-70 mmHg'de tutmak icin noradrenalin inflizyonuna basladik.
Ameliyat bitiminde hasta tamamen uyandiginda ekstiibe edildi. Noradrenalin infiizyonu kesildi. Hasta
postanestezik bakim (nitesine transfer edildi.

Sonug: Alport sendromunda anestezi yénetimi, sendromun &6zellikleri nedeniyle énemlidir. Alport sendromliu
hastalarda dikkatli ve detayli preoperatif dederlendirme ile perioperatif problemlerin komplikasyonsuz daha etkin
bir sekilde ybnetilebilecegini diiglindlk.
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Introduction: Alport Syndrome is a hereditary
genetic disorder, that is inherited by X-linked (1-
5). It is characterized by renal failure that leads to
progressive kidney failure that requires dialysis or
renal transplantation (1,2,5-7), bilateral
sensorineural hearing loss (2,4,6,7), and eye
abnormalities (2,6,7). Female patients are
affected less often than men. It is difficult to
diagnose (7). Unfortunately, there is no specific
treatment and radical therapy for Alport
syndrome (8). The other frequent complication
related to Alport syndrome is Leiomyomatosis
(smooth muscle overgrowth in the respiratory and
gastrointestinal tract) (2,6).

Patients with Alport syndrome have hyperkalemia

and altered calcium metabolism. These
electrolyte disturbances may affect heart
conduction. So anesthesia is crucial in the

anesthesia management of patients with Alport
syndrome (1,4). But the optimal management of
anesthesia for patients with Alport syndrome is
not well described yet in the literature (1) and the
published anesthesia experience on this topic in
the literature is very little (2).

Here in, we want to share our anesthetic
experience of septoplasty surgery in a patient
with Alport Syndrome who underwent renal
transplantation.

Case report: A 38-year-old man (108 kg, 185
cm), a known case of Alport syndrome was
scheduled for septoplasty surgery. His medical
history has no co-existing disease except
sensorineural deafness and eye abnormalities. He
had undergone renal transplantation surgery 21
years ago. On preoperative anesthesia evaluation,
his physical examination and laboratory findings
were normal. Following routine baseline
monitoring (3 lead electrocardiography, peripheral
oxygen saturation, and non-invasive blood
pressure); anesthesia was induced with propofol
and remifentanil infusion. Endotracheal intubation
was facilitated by rocuronium bromide. Pre-
induction blood pressure (BP) was 130/80 mmHg,
heart rate was 73 beats/min. Vitals were stable
during the induction. Anesthesia was maintained
by oxygen /air (% 40: %60) with desflurane MAC 1
on the volume control of ventilation. On the 30th
minute of the surgery, he developed hypotension
that required a vasopressor agent. We applied

adrenalin (0.01 mcg/ml) as a bolus dose three
times. He responded to therapy, but 10 minutes
later his blood pressure began to decrease so to
maintain the mean arterial pressure at 65-70
mmHg, we started noradrenalin infusion. The
surgical time lasted 60 minutes. At the end of the
surgery, inhalational agents were terminated, and
the patient was reversed with an intravenous
injection of sugammadex 2 mg/kg and was
extubated once fully awake. Noradrenaline
infusion was discontinued. Then the patient was
transferred to the postanesthetic care unit.

Discussion: In this case report, we reported our
anesthetic experience of septoplasty surgery in a
patient with Alport Syndrome who underwent
renal transplantation. Although our patient was
diagnosed with Alport Syndrome, his renal
function was normal. But he had undergone renal
transplantation surgery 21 years ago. So, we
require special consideration for the selection or
the dose of drugs administered throughout the
perioperative period to protect the transplanted
kidney. Pavithra et al (6) reported anesthetic
management of cochlear implant surgery in a
patient with Alport Syndrome. His medical history
had a renal transplantation surgery 7 years ago.
They induced anesthesia with thiopentone
sodium and succinylcholine and maintained
02+N20 with sevoflurane. They did not
encounter any complications during the
perioperative period and they were advised to
manage the syndromic patients carefully in order
to avoid anesthesia-related complications.

In another case report, Ying NG et al (2) stated a
patient with Alport Syndrome who was
complicated with tracheobronchial
leiomyomatosis. They suggested that in such
cases the extent of the disease should be
evaluated by computer tomography or
bronchoscopy  pre-operatively to  prevent
potentially devastating consequences in these
cases during anesthesia management.

Like Ying NG et al, Hanazaki et al (3) reported
successfully managing a patient with Alport
Leiomyomatosis Syndrome and advised careful
pre-operative evaluation  for  anesthesia
management to avoid respiratory and circulatory
complications.
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Complete atrioventricular block during renal
transplantation in a patient with Alport's
Syndrome was reported by Ferrari et al (4). They
applied spinal anesthesia for urgent renal
transplantation in a 21-year-old man. In the 1st
hour of surgery, they encountered profound
bradycardia (30 beats/minute) and did not
respond to atropine 1 mg and calcium gluconate
1 gr. Then they applied a transcutaneous
pacemaker.

Sajan et al (9) reported that they preferred
levosimendan, a new calcium channel sensitizer
developed for the treatment of congestive cardiac
failure, for the treatment of hypotension that did
not respond to dopamine and noradrenaline in a
patient who underwent renal transplantation with
Alport Syndrome and cardiac dysfunction.

Postoperative bilateral vocal cord paralysis was
reported by authors in a patient with chronic renal
failure associated with Alport Syndrome who was
scheduled for resection of a coronary aneurysm
(7). They stated that she was the first case who
developed bilateral vocal cord paralysis with
chronic renal failure associated with Alport
Syndrome after surgery. They thought that
bilateral vocal cord paralysis in this patient can
be multifactorial. They stated that maybe one of
the mechanisms underlying this complication
may be related to Alport syndrome.
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