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Acute Generalized Chorea as Presenting Manifestation of Uremic 
Encephalopathy

1  year on medical management. On examination, 
his tongue was dry, pulse rate of 102/min, blood 
pressure of 146/86  mmHg, and respiratory rate of 
20 breaths/min. Neurologically, he was conscious and 
responding to verbal commands with mild slurred 
speech. Fundus examination was normal. There 
was generalized choreiform movement involving 
face and all limbs. Asterixis could not be made out 
due to choreiform movements of limbs. Tone in 
limbs was decreased with sluggish reflexes. Plantar 
response was withdrawal. There was no neck rigidity. 
Complete hemogram showed raised total leukocyte 
counts  (16,000  cells per cumm), normal platelet 
count, and hemoglobin. Serum electrolytes, random 
blood glucose, serum ammonia, and liver and thyroid 
function test were normal. Blood urea nitrogen was 
76.4 mg/dl, creatinine of 6.2 mg/dl, and glycosylated 
hemoglobin of 8.2%. Blood gas analysis showed 
pH: 7.314, bicarbonate: 17.6 mmol/L, and lactate: 
2.1 mmol/L. Brain MRI showed hypointense on T1 
and hyperintense lesions on T2 and fluid‑attenuated 
inversion recovery sequences in bilateral basal 
ganglia. Diffusion‑weighted imaging showed 
no restriction in bilateral putamen  [Figure  1]. 
Electroencephalogram showed mild slowing of 
background rhythm. He was started on sodium 
valproate  (1 g/day) but had no improvement. He 

Sir,
Renal dysfunction results in a clinical metabolic 
condition known as uremia. It causes altered mental 
status due to involvement of cerebral cortex termed 
as uremic encephalopathy. Acute hyperkinetic or 
hypokinetic extrapyramidal disorder in patients with 
uremia is a very rare syndrome. It was first described 
by Wang et  al. due to bilateral basal ganglia lesions 
in uremia.[1] Hereby, we report an elderly patient with 
diabetic nephropathy who presented with acute‑onset 
generalized chorea. Brain magnetic resonance 
imaging (MRI) showed bilateral basal ganglia 
lesions. Choreiform movements got ameliorated with 
hemodialysis.

Case Report
A 72‑year‑old male was brought to the emergency 
department with a history of disabling abnormal 
involuntary movements involving face and all limbs 
of 1‑day duration. The movements were random, 
arrhythmic, continuous, nonstereotyped, partially 
suppressible that increased on activity. He had speech 
difficulty due to facial involuntary movements. 
There was no history of fever, altered mental status, 
seizures, myoclonus, diarrhea, or vomiting. He was 
diabetic and hypertensive of 7  years duration. He 
was diagnosed to have diabetic nephropathy for 

Figure 1: Brain magnetic resonance imaging T1 coronal view (a) showed hypointense lesions (red arrow); T2 coronal (b), and axial (c) fluid‑attenuated 
inversion recovery (d) showed hyperintense lesions in bilateral putamen (red arrow); diffusion‑weighted (e) and apparent diffusion coefficient (f) showed 
no restriction (red arrow)

dcb

f

a

e



Letters to the Editor

S157Journal of Neurosciences in Rural Practice  ¦  Volume 8  ¦  Supplement 1  ¦  August 2017

underwent hemodialysis with correction of metabolic 
acidosis. Choreiform movements gradually improved 
with concomitant decrease in creatinine level.

Discussion
Uremic encephalopathy is an organic brain syndrome 
involving the cerebral cortex that is characterized by 
altered mental state ranging from mild confusion to 
comatose state, tremor, asterixis, multifocal myoclonus, 
and seizures.[2] The involvement of basal ganglia 
is rare. Wang et  al. reported a unique clinical 
condition in diabetic uremic patients characterized 
by acute movement disorder due to bilateral basal 
ganglia lesions. This was most commonly reported 
in Asian patients.[3] The movement disorder can be 
either acute parkinsonism with patients presenting 
with rigidity, bradykinesia, and postural instability 
or chorea as in our case. There are two cases of 
generalized chorea due to uremia reported in Indian 
patients so far.[4,5]

There are various explanations reported for 
the involvement of basal ganglia. Wang et  al. 
performed F‑18 fluorodeoxyglucose positron 
emission tomography on two diabetic uremic 
patients with bilateral basal ganglia lesions and 
demonstrated glucose hypometabolism in putamen, 
frontal, and occipital cortices. This may be due to 
compromised cellular function in basal ganglia due 
to diabetic microangiopathy or failure of utilization 
of energy compounded by the negative effects of 
uremic toxins and acid–base abnormalities on the 
basal ganglia cells.[6] Basal ganglia lesions are 
due to cytotoxic edema surrounded by vasogenic 
edema (due to focal hyperemia secondary to abnormal 
dilatation of small vessels).[7] Other explanations 
include hypoglycemia which may act as one of the 
trigger factors causing this syndrome as reported by 
Jurynczyk et  al.[8] Tajima et  al. suggested that the 
basal ganglia lesions may be due to demyelination.[9] 
There is difference in the resolution of clinical and 
radiological abnormalities. The resolution of clinical 
abnormalities may be complete in one‑fifth of the 
cases, partial in half of the cases, and no resolution 
in 30% of the cases. However, resolution of the 
radiological abnormalities is observed in almost 90% 
of the cases.[4] Our patient had complete clinical 
recovery within 1 week of initiation of hemodialysis.

Other causes of bilateral basal ganglia lesions 
include hypoxia, hyperammonemia, hypoglycemia, 
hyperglycemia, osmotic demyelination syndrome, 
deep vein thrombosis, toxins such as carbon monoxide 
poisoning, viral encephalitis such as Japanese 

encephalitis, prionopathies such as Creutzfeldt‑Jakob 
disease, and degenerative disease such as Wilson’s 
disease.

Conclusion
Bilateral basal ganglia lesions in uremia are mainly 
due to the effects of metabolic abnormalities and 
uremic toxins on the compromised basal ganglionic 
cellular function causing cytotoxic and vasogenic 
edema. These abnormalities are potentially reversible if 
recognized promptly. This is the third reported Indian 
case of generalized chorea in uremia with bilateral 
basal ganglia lesions. The knowledge of this entity is 
necessary for the treating neurologists, nephrologists, 
and intensivist.
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Prolactinoma Presenting as Short‑lasting Unilateral Neuralgiform 
Headache Attacks with Conjunctival Injection and Tearing Syndrome

examination was normal. Except for the presence of 
headache, a detailed neurological evaluation revealed 
no specific abnormality. In view of galactorrhea and 
secondary amenorrhea, a serum prolactin assay was 
done. Serum prolactin level  (with dilution) came out 
to be 2045  ng/ml. Magnetic resonance imaging  (MRI) 
of pituitary revealed a pituitary macroadenoma with 
suprasellar and parasellar extension  [Figure  1b‑e]. 
Pituitary hormone testing revealed low luteinizing 
hormone levels of 1.04 mIU/ml (normal 1.14–5.7 mIU/ml) 
and follicle‑stimulating hormone of 1.6  mIU/ml  (normal 
1.34‑13.5 mIU/ml), respectively. Other pituitary hormones 
including basal cortisol (8 am), thyroid‑stimulating 
hormone, free thyroxine, and insulin‑like growth factor 
1 were within normal range. Liver function tests, renal 
function tests, and serum electrolytes were normal. Based 
on above findings, a diagnosis of macroprolactinoma was 
made. She was started on cabergoline therapy  (0.5  mg 
twice weekly). There was marked improvement in 
headache evident after 4  weeks of therapy and it 
completely disappeared at 3  months  [Figure  1f]. There 
was disappearance of galactorrhea after 1  month of 
therapy. Serum prolactin normalized  (12  ng/ml) by 
the end of 2nd  month and continued to remain so. She 
resumed menses by the end of 3 months of DA therapy. 
A  follow‑up pituitary MRI at 1  year showed gross 
reduction of tumor [Figure 1g and h].

SUNCT has been classified as a primary headache 
syndrome and is grouped under trigeminal autonomic 
cephalalgias (TAC) by Headache Classification Committee 
of the International Headache Society, 2013.[1] These 
are stereotyped attacks of moderate or severe, strictly 
unilateral head pain on trigeminal nerve territory. To 

Sir,
Short‑lasting unilateral neuralgiform headache attacks 
with conjunctival injection and tearing  (SUNCT) 
is usually a rare primary form of headache with 
prominent autonomic components and is grouped under 
trigeminal autonomic cephalalgia.[1] Secondary causes 
of SUNCT due to intracranial pathology are usually 
seen in posterior cranial fossa lesions, but cases of 
pituitary adenoma causing this syndrome have also been 
described.[1] Majority of cases reporting this association 
also reported a significant deterioration of headache with 
use of dopamine agonists  (DA). However, we report 
a case of prolactinoma and coexistent SUNCT which 
resolved completely after cabergoline therapy.

Case description: A  22‑year‑old female presented with a 
headache of 10‑year duration and secondary amenorrhea. 
She had 30–40 daily attacks of unilateral, stereotyped, 
excruciating stabbing pain in the right retrobulbar region 
radiating to temporal region associated with reddening 
and watering of the right eye  [Figure  1a]. There was 
no history of associated nausea, vomiting photophobia, 
phonophobia, or aura. The attacks lasted for 15  days to 
1  month. No specific triggering event was present. She 
reported that she had development of breast and pubic 
hair at an appropriate time. However, she attended 
menarche at 16  years of age and continued to have 
irregular periods for subsequent 1½ years. She has 
amenorrhea for the last 4  years. There was no family 
history of similar disorder. On evaluation, she was 
normotensive with a body mass index of 21.9 kg/m2. Her 
sexual maturity rating status was P4 B5. Visual acuity 
and visual field were normal. There was galactorrhea on 
expression from both breasts. Rest general and systemic 
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