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OZET

Huntington koresi (HK); nadir gorilen otozomal
dominant gecis gosteren bir sinir sistemi bozuklu-
gudur. Semptomlan hayatin 3. ve 4. dekatlarinda
istemsiz koreiform hareketleri, ataksi ve ilerleyici
mental bozulma olarak kendini gosterir. HK preve-
lansi 4-10/100.000 olarak belirtilmekte ve erkek ve
kadin cinsiyet acisindan farklilik géstermemektedir.
HK tanili olgularda anestezi yonetimi ile ilgili sade-
ce birkag olgu sunumu yayinlanmistir. Hastalar bazi
intraoperatif komplikasyonlar, zayif respiratuvar
fonksiyon ve rijit spazmlara yol agan titremeler gibi
postoperatif komplikasyonlar agisindan yuksek risk
altindadirlar. HK tanili olgularda anestezi yonetimi
ile ilgili sadece birka¢ olgu sunumu yayinlanmistir.
Burada, HK tanili olgumuzda prone Jack Knife po-
zisyonunda uyguladigimiz basarili epidural anestezi
deneyimimizi sunmay1 amagladik.
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Introduction

Huntington’s chorea (HC) is a rare autosomal domi-
nant neurodegenerative syndrome. Symptoms com-
monly occur in the third and fourth decades and
manifest as involuntary choreiform movements,
ataxia, and progressive mental deterioration. The
prevalence of HC is 4-10/ 100.000 cases with no dif-
ference between males and females (1).

Only a few case reports have been published about
the anesthetic management of patients with HC.
Patients have greater risk for some intraoperative
complications (e.g., regurgitation and pulmonary
aspiration), poor respiratory function, prolonged re-
sponse to succinylcholine and thiopental, increased
sensitivity to midazolam, and postoperative shiver-
ing leading to rigid spasms (2,3,4). Moreover gastric
content aspiration, prolonged apnea, intense shivering
and generalized tonic spasm, altered response to
administration of barbiturates and succinylcholine,
increased sensitivity to midozolam and to anticho-
linergics drugs are considered at high risk as peri-
operative complications. All these factors make an
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“ideal’”” anesthesiological management necessary
for this group of patients to guarantee an absolute
airway protection during all anesthesia also fast and
safe recovery, especially in emergency and urgency
cases (3,4).

To the best of our knowledge, epidural anesthesia
in HC patients has been reported only in a few case
reports. But; there are no literature about prone epi-
dural anesthesia in HC patients. In this case report;
we present our successful experience of using epi-
dural anesthesia in prone Jack Knife position in a
HC.

CASE REPORT

A 67 years old female, 45 kg of weight patient with
diagnosis age of 6 years HC was admitted to the
Sincan State Hospital with left femur fracture. The
patient has not used any medication for HC. Her father
died at the age of 58 due to same disease, her
brother (51 years old) was diagnosed as HC 9 years
ago and her sister (53-year old) was diagnosed as
HC 4 years ago as well. Six years ago; the patient
has been operated for breast carsinoma at general
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anesthesia and she has admitted in intensive care
unit for rigid spasmus in postoperative 2 days. ASA
(American Society of Anesthesiologhy) physical sta-
tus was Il.

After the informed content taken from patient; she
was pre-medicated with ranitidine 50 mg iv and
midazolam 1 mg iv 1 hour before surgery. In the
operating room after routine electrocardiogram,
noninvasive arterial blood pressure, pulse oximetry
monitoring, we sedatized the patient with iv mida-
zolam (2 mg). Before anesthesia the patient’s oxy-
gen saturation was 93%, tension arterial was 130/70
mmHg and heart rate was 67 beats/min. The patient
was administered oxygen through a face mask at 3
litre/min.

The patient was in the sitting position. A lumbar
epidural catheter was not placed at the interspace
between the 3 th and 4 th lumbar vertebrae using
a midline approach and a loss of resistance to sa-
line through a 18-gauge Touhy needle. After she has
been positioned laterally and epidural cateter was
not placed again because of involuntary choreiform
movements. The patient didn’t accept general anesthe-
sia. After that; the patient was in prone Jack Knife
position. A lumbar epidural catheter was placed at
the interspace between the 4 th and 5 th lumbar
vertebrae using a midline approach and a loss of re-
sistance to saline through a 18- gauge Touhy needle.
The patient had no paresthesias. A closed -end cathe-
ter (0.9 mm) with three lateral orifices was inserted
5,5 cm into the epidural space. There was no blood
or cerebrospinal fluid (CSF) leak through the needle
or the catheter. A test dose of 3 mL of 2% lidocaine
was administered without appreciable evidence of
either intravascular or intrathecal placement of the
catheter. Sensory analgesia till the 8 th thoracic der-
matome was achieved with incremental doses of
0.5% bupivacaine (8 mL) combined 2 mL saline be-
fore surgery commenced. After 20 minutes, surgery
was started. Approximately 75 minutes after first
bolus, we reinfused 10 mL of the same solution.
Throughout this period, electrocardiography was
normal, arterial blood pressure was in normal range,
Sp0O2 was greater than 94%, and the patient had
no respiratory discomfort. The operation lasted 2.5
hours. Total fluid infusion during surgery consisted
of 3000 mL of crystalloids and 500 mL of colloids.
Estimated blood loss was 1000 mL and urine output
was 500 mL. We replaced 1 U erythrocyte suspen-
sion. In postoperative term; we accepted the patient
to Intensive Care Unit for haemodynamic and res-
piratory monitoring for 24 hours. The postoperative
course was uneventful; in particular no episode of
nausea, vomiting or shivering were observed. The
patient was discharged from hospital on postoper-
ative day 3.

Discussion

Huntington’s disease is a premature neurodegener-
ative disorder which is characterized by marked at-
rophy of the basal ganglia, particularly the caudate
nucleus. An ideal anesthesiological management for
patient suffering from Huntington’s Chorea is stil

not described.

Experience with the management of anesthesia in
HC is too limited to propose specific drugs or tech-
niques. Reported anesthesia experience in patients
with Huntington’s disease is largely anecdotal and
consists of a small number of case reports and let-
ters (4,5,6). Until recently, in patients with Hunting-
ton’s disease a case of successful epidural anesthesia
in prone Jack Knife position has not been reported.
The prone position for epidural catheterisation
is employed when epidural nerve block is used in
chronic pain management; fluoroscopy is usually re-
quired. Position the patient prone on the procedure
table with a pillow under the waist to decrease the
lumbar lordosis (7).

In this case report; the patient didn’t accept general
anesthesia and we could not place the epidural
catheter in epidural space on sitting and lateral po-
sitions; because of involuntary choreiform move-
ments. In necessary; we have attempted to place-
ment epidural catheter in prone position.

As a result; epidural anesthesia may be effective,
comfortable, and preferable to general anesthesia
in HC. Patients with Huntington Chorea is very diffi-
cult to place epidural catheter in sitting and lateral
position because of involuntary coreiform move-
ments.In this case we placed the epidural catheter
in prone Jack Knife easily and this technique can be
the first choice.

Conclusion:

Huntington’s disease is a premature neurodegenera-
tive disease. An ideal anesthesiological management
for patient suffering from Huntington’s Chorea is stil
not described. Epidural anesthesia may be effective,
comfortable, and preferable to general anesthesia
in HC.
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