
Neurology India | October-December 2008 | Vol 56 | Issue 4486

the gold standard for diagnosis but a biopsy may not 
always be possible or positive.[2] In such situations, MRI 
can be of immense diagnostic value by demonstrating 
diffuse neural thickening and enhancement and thus 
enabling an early diagnosis of NL.[1,3]
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Anesthetic management of 
a patient with Huntington’s 
chorea
Sir,

We would like to report the anesthetic management 
of a patient with Huntington’s chorea, for which 
experience is limited.[1-5] A 45-year-old male, weighing 
45 kg, presented for intraocular lens implant surgery 
for bilateral immature senile cataract. He was a known 
case of Huntington’s chorea for the last 25 years. He had 
gross choreiform movements, ataxia with progressive 

mental deterioration and received haloperidol 1.5 mg 
bid and lorazepam 1 mg hs orally. Family history of 
chorea was present in two siblings. There was no history 
of any previous surgical procedure or prior exposure to 
anesthetic agents. Since the patient had gross abnormal 
choreiform movements, general anesthesia was chosen 
for the procedure in order to ensure a tranquil surgical 
field.

Tab. haloperidol and lorazepam were continued on 
the day of surgery. The patient was premedicated with 
ranitidine 150 mg orally. Anesthesia was induced 
with glycopyrrolate 0.2 mg, propofol 100 mg and 
rocuronium 40 mg intravenously. Tracheal intubation 
was performed with 8.0 mm ID cuffed endotracheal 
tube. Morphine 4.5 mg and ondansetron 4 mg were 
supplemented. Anesthesia was maintained with O2 
and N2O (33: 67) and sevoflurane 1%. At the end of 
surgery, which lasted 45 min, patient was extubated 
uneventfully with reversal using neostigmine 2.5 mg 
and glycopyrrolate 0.4 mg intravenously. Recovery and 
immediate postoperative period was uneventful.

Huntington’s chorea is a rare hereditary disorder of 
the nervous system. It is inherited as an autosomal 
dominant disorder and is characterized by progressive 
chorea, dementia and psychiatric disturbances. 
Experience with the management of anesthesia in 
Huntington’s chorea is too limited to propose specific 
drugs and techniques.[1-5] Factors of concern to the 
anesthesiologist include how to manage these frail 
elderly malnourished people incapable of cooperation, 
with increased risk of aspiration due to involvement 
of pharyngeal muscles and exaggerated response to 
sodium thiopental and succinylcholine. The primary 
goal in general anesthesia for these patients is to provide 
airway protection and a rapid and safe recovery. The 
unpredictability of thiopentone can be circumvented by 
using induction agents like midazolam and propofol.
[1,2] These patients may be sensitive to effects of non-
depolarizing muscle relaxants. Use of sevoflurane and 
mivacurium in these patients seems to be effective 
and safe.[3] Decreased plasma cholinesterase activity 
and prolonged response to succinylcholine has been 
reported.[4] This can be averted by using rocuronium 
when rapid sequence induction becomes necessary.[5] 
Further, the incidence of postoperative shivering can 
be minimized by use of isoflurane and sevoflurane in 
place of halothane. The low solubility coefficients of 
these agents allow early recovery without postoperative 
confusion and early return of protective airway reflexes, 
thus reducing the risk of pulmonary aspiration. Other 
concerns regarding the anesthetic management are 
determined by the level of physiologic debilitation in 
the individual patient.
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Figure 3: Axial fat suppressed post gadolinium T1W images at C4-5 
level demonstrate florid enhancement of the nerve root in the right 

intervertebral foramen and further extension along the ventral and dorsal 
rami into the cord substance
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Infraoptic azygous anterior 
cerebral artery
Sir,

A 22-year-old male presented with sudden headache 
and altered sensorium due to intracerebral hemorrhage 
[Figure 1A]. He had history of fever with elevated 
leukocyte counts. Echocardiogram showed valvular 
vegetations. DSA showed a mycotic aneurysm in the 
cortical branch of the right anterior cerebral artery 
(ACA). Infraoptic course of the azygous ACA was seen 
on the right side [Figure 1B and C] with a hypoplastic 
left internal carotid artery (ICA) [Figure 1D, E and F]. 
Surgical clipping of the aneurysm as well as evacuation 
of the hematoma was done. Patient consciousness 
improved after the surgery and he started following 
verbal commands. He had significant hemiparesis at the 
time of discharge and hasn’t come back for follow-up.

An infraoptic course of the ACA is rare, with 
approximately 30 previously reported cases.[1,2] 
Infraoptic ACA arises from the ICA at (or near) the 

origin of the ophthalmic artery instead of the usual site 
of origin at the ICA bifurcation. Angiography shows 
apparent low bifurcation of the ICA with the ACA arising 
near the ophthalmic artery which passes under the 
ipsilateral optic nerve before turning superiorly to join 
the normally positioned anterior communicating artery 
(AcomA). This anomaly may be detected on magnetic 
resonance (MR) angiography as a unusually low ICA 
bifurcation with the ACA ascending between the optic 
nerves.[3] It is most likely to be due to persistent in utero 
communication between the primitive dorsal and ventral 
ophthalmic arteries.[2] Another theory favors persistence 
and enlargement of prechiasmatic anastomosis between 
the prechiasmal branch of the ophthalmic artery and 
chiasmal branches of the ACA.[2] It can be associated with 
agenesis of the ICA, anomalous origin of the ipsilateral 
ophthalmic artery from the external circulation, fused 

pericallosal arteries, moyamoya disease, and symptoms 
related to the optic nerve or optic chiasma compression.
[1] To the best of our knowledge ours is the first reported 
case of azygous ACA associated with infraoptic ACA. 
Additionally, our case had an unusual anomaly of 
hypoplastic contralateral ICA associated with dilated 
posterior communicating artery providing collateral 
flow to the ICA territory. The prevalence of cerebral 
aneurysms associated with an infraoptic course of the 
ACA is much higher and the most common site is at the 
ACA-AcomA complex.[4] Recognition of this anomaly 
is of considerable importance in planning surgery for 
ACA.[5] In our case the distal location of the aneurysm 
presence of infraoptic ACA didn’t result in alteration of 
surgical planning. However, in the event of temporary 
clipping of ACA, awareness of the azygous variant could 
have been relevant. 
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Figure 1: CT head shows right frontal hematoma with intraventricular 
extension (A). DSA (right ICA injection, lateral view) shows both ACA 

arising as a common trunk (azygous ACA) along with ophthalmic artery 
from paraclinoidal ICA (arrow, B). A mycotic aneurysm was seen in 

a cortical branch of right ACA (arrowhead, B). 3-D angiogram clearly 
delineates the infraoptic azygous ACA (arrow, C) and the aneurysm 
(arrowhead, C). Left common carotid injections reveal hypoplastic 

left ICA (arrows, D). Left vertebral artery injection shows left posterior 
communicating artery opacifying the middle cerebral artery. CT scan 
through base of skull shows hypoplastic left carotid canal, confirming 

congenital hypoplasia of left ICA (arrow, F)
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