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generally show an excellent response to steroids with 
complete resolution of the complaints

b. Lyme disease is very challenging in diagnosis since 
it mimics other neurological disorders such as ALS 
or Guillain–Barre syndrome. Careful and detailed 
examination and investigation are required to confirm the 
diagnosis and to prevent misleading inaccurate diagnoses. 
Burakgazi[3] have described a patient with a 1-month history 
of rapidly progressive weakness involving bulbar, upper 
limb, and lower limb muscles. The physical examination 
showed widespread weakness, atrophy, fasciculation, and 
brisk reflexes. The initial electrodiagnostic test showed 
widespread active and chronic denervation findings. 
The initial physical and electrodiagnostic findings were 
suggestive of ALS. However, blood serology indicated 
possible Lyme disease. Thus, the patient was treated with 
doxycycline. The clinical and electrodiagnostic findings 
were resolved with the treatment.

Thus, there are many disorders which match the clinical 
presentation of ALS. A meticulous approach should be 
used both clinically and in investigations to rule out various 
conditions before arriving at the final diagnosis of this dreaded 
disease.
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Neuropsychiatric Lupus: The Devil is in the Detail
Sir,

Details of patient history remain important in spite of all 
technological advancements. Nonneurological symptoms 
and signs may point to the etiologic  diagnosis and should be 
considered carefully. While diagnostic criteria are helpful, 
patients’ diseases may sometimes be in a state of evolution 
and incomplete syndromes also have to be recognized. 
A nonspecific symptom such as psychosis sometimes gets 
treated symptomatically without further thought. This may be a 
missed opportunity to diagnose and provide specific treatment 
if indicated or at least caution for future events. We present 
a 44-year-old lady who initially presented with psychosis 
and later developed an acute polyradiculoneuropathy. She 
was subsequently found to have probable systemic lupus 
erythematosus (SLE).

A  44-year-old lady  presented with calf pain, paresthesias, 
and difficulty in getting up from squatting, followed soon by 
difficulty in climbing upstairs of 2-week duration. Four days 
later, she developed left facial weakness. On the 10th day, she 
had limb weakness, which progressed enough to confine her 
to bed. She had bilateral facial weakness, flaccid areflexic 
quadriparesis, and an impaired joint position sensation 

in the right big toe. Her upper limbs were normal with 
normal bladder and bowel. There was no altered behavior or 
seizures, upper respiratory tract infection, diarrheal illness, 
abdominal pain, or cola-colored urine. There were no rashes, 
photosensitivity, joint pains, or alopecia. A syndromic 
diagnosis of polyradiculoneuropathy involving the facial nerve 
as well as spinal nerve roots was made.

Six years ago, she had paranoid delusions, feeling of being 
watched through a camera with auditory hallucinations which 
responded to paliperidone that had been continued till date. 
Three years ago, she was diagnosed with ductal carcinoma of 
the left breast that was positive for estrogen and progesterone 
receptors. She was managed with neoadjuvant chemotherapy 
with docetaxel and epirubicin followed by surgery and 
chemoradiotherapy.

At presentation, nerve conductions demonstrated a 
sensorimotor axonal neuropathy in all four limbs. Since the 
patient had a past history of malignancy, magnetic resonance 
imaging (MRI) was done to look for carcinomatous infiltration 
of nerve roots which revealed enhancement along the roots. 
Cerebrospinal fluid was acellular with raised protein and no 
malignant cells. Peripheral smear also did not reveal any 
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atypical or  leukematous cells. Whole-body positron emission 
tomography (PET)-computed tomography did not show 
evidence of disease recurrence.

Keeping in mind her past history of psychosis, a differential 
diagnosis of porphyria and lupus were also considered. Urine 
porphyrin was negative whereas antinuclear antibody (ANA) was 
positive. Extractable nuclear antigen profile revealed anti-Sm, 
SS-A, and SS-B antibodies. Negative antihistone antibody 
ruled out drug-induced lupus. Urine analysis showed mild 
proteinuria (300 mg/24 h). She did not have sicca symptoms such 
as dryness of mouth and grittiness of eyes. Schirmer’s test was 
done after her facial palsy resolved and was normal [Table 1]. 
Pleural thickening on PET and ultrasonography chest could 
have been due to past radiotherapy or pleuritis related to lupus. 
Table 1 shows her investigation profile in which other systemic 
involvement of lupus was evaluated.

On the day of presentation, she was started on intravenous 
immunoglobulin (IVIg); 125 g was administered over 5 days. 
While IVIg was being given, and for a week after, it was 
completed, she continued to worsen. New weakness appeared 
in the upper limbs. IV methyl prednisolone followed by oral 
prednisolone was given, and 3 days later, some improvement 
was noted.

She received monthly cyclophosphamide pulses for 6 months 
followed by azathioprine 125 mg/day. There were no further 
relapses and she improved completely.

Peripheral nervous system involvement in lupus is rare. 
Acute polyradiculoneuropathy has been anecdotally 
reported in SLE.[1-5] In a cohort of 523 SLE patients, only 
1.1% had a Guillain–Barre syndrome-like presentation. Our 
patient had psychosis in the past. Her magnetic resonance 
imaging (MRI) brain was normal although neuropsychiatric 
lupus patients with antibody positivity usually have an 
abnormal neuroimaging.[6] The patient had ANA, anti-Sm, 
anti-SS-A, and anti-SS-B positivity. According to the 2015 
ACR classification, 4 out of 17 criteria are necessary for a 
definite diagnosis of SLE. This patient had probable SLE 
with  three criteria: neuropsychiatric manifestations, ANA 
and anti Sm antibody positivity. She may develop new 
manifestations over time, or it could be a chance association 
of the occurrence of multiple diseases such as psychosis, 
carcinoma of the breast, and acute polyneuropathy. However, 
the former was likely as antiganglioside antibody panel was 
negative as well as SLE was a unifying diagnosis, which 
could explain all her symptoms.

Neuropsychiatric lupus may present with normal MRI brain, 
and peripheral nervous system involvement can rarely occur 
in lupus. Paying attention to details can enable early diagnosis 
and improve outcome by early immunomodulation.
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given his/her/their consent for his/her/their images and other 

Table 1: Investigations and results

Investigations for localization Result
Nerve conduction study Bilateral sensorimotor 

polyneuropathy AMSAN
MRI brain 
MRI Spine

Normal: Enhancement along  
conus and nerve rootlets

Investigations for etiologic diagnosis
Hemogram Hb 11.36 TLC 5210 Plt 201510 

ESR 20 mm; no atypical cells on 
peripheral smear

Liver/renal functions U/Cr 31/0.6 Na/K 135/5.5 T.Bil 0.2 
SGOT/SGPT 51/46 ALP 71 Alb/Glo 
3.3/5 Ca/PO4 8.7/3.4

Chest radiograph Bilateral reticulonodular shadows
Thyroid profile T3/T4/TSH normal
CSF Acellular, protein 166 mg/dL sugar 

71 mg/dL, RBS 104 mg/dL; Gram 
staining, cryptococcal antigen, 
GeneXpert negative; malignant 
cytology no evidence of cancer

Serum ACE 38 U/L (<65)
Viral markers HIV, HBsAg, anti-HCV negative
RF, ANCA Negative

Extractable nuclear antigen profile
ANA 1: 640 Positive
Anti-dsDNA Negative
Anti-Sm antibody Positive
U1 Sm/RNP negative Negative
SS-A strong positive +++ Strong positive +++
Ro 52 strong positive +++ Strong positive +++
SS-B positive + Positive +
Anti-histone, anti-centromere, 
anti-SCL-70 IgG, PM-Scl

Negative

Anti Jo-1 Negative
PCNA, nucleosome, AMA-M2 
antibodies, ribosomal 
P antibodies

Negative

Antiganglioside antibody 
panel (IgG, IgM)

Negative

Urine active sediments Negative
Urine porphyrin screening Negative
Schirmer’s test 15 mm (>5 mm normal)
USG chest No pleural effusion on either side, 

bilateral CP angles clear
PET-CT No abnormal uptake

Ethical clearance: Not required, Patient consent: Obtained. 
MRI=Magnetic resonance imaging, AMSAN=Acute motor and sensory 
axonal neuropathy, CSF=Cerebrospinal fluid, ALP=Alkaline phosphatase, 
TSH=Thyroid-stimulating hormone, ANCA=Antineutrophil cytoplasmic 
antibodies, RF=Rheumatoid factor, ACE=Angiotensin-converting 
enzyme, PCNA=Proliferating cell nuclear antigen, PET=Positron 
emission tomography, CT=Computed tomography, Hb=Hemoglobin, 
HCV=Hepatitis C virus

clinical information to be reported in the journal. The patients 
understand that their names and initials will not be published 
and due efforts will be made to conceal their identity, but 
anonymity cannot be guaranteed.
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Repeating Acute‑Onset Hemiballismus in Association with 
Distinct Stroke Regions in a Single Patient

Sir,
A  93-year-old female  was brought to our emergency 
department due to acute-onset involuntary flinging movements 
in the left side which had started abruptly 6 h before admission. 
Medical history was unremarkable. On neurological 
examination, the patient was orientated and cooperated. 
However, involuntary movements of the proximal and 
distal muscles in both the extremities (prominently in the 
upper extremity) in the left side, which was compatible 
with hemiballismus, were recognized [Video 1]. Other 
evaluations including motor and sensorial examinations were 
in normal ranges. Cranial magnetic resonance imaging (MRI) 
revealed a small lacunar infarct in the right centrum 
semiovale (CS) [Figure 1]. Blood sample examinations yielded 
unremarkable findings (normal hemogram, kidney–liver 
functions, sedimentation, and glucose level). Taken together, 
the diagnosis of hemiballismus due to lacunar infarct in the 
CS was established. Aspirin 300 mg and atorvastatin therapies 
were initiated. Hemiballistic movements gradually were 
resolved spontaneously in the following 1-day period. Carotid 
and vertebral artery Doppler investigations revealed minor 
fibrocalcific plaques. Cardiac investigations were in normal 
ranges (echocardiography and electrocardiography). Ischemic 
stroke was explained in the setting of small-vessel disease, and 
the patient was discharged on aspirin 300 mg therapy with a 
normal neurological examination. However, 5 months later, 
the patient was readmitted to the emergency department due 
to sudden reemerging left-sided hemiballismus [Video 2]. 
On neurological examination at this admission, the patient 
was alert and cooperative, but she was not properly 
orientated that was compatible with a diagnosis of delirium. 

Laboratory examinations (hemogram, kidney–liver functions, 
sedimentation, and serum glucose) were in normal ranges. 
Cranial MRI showed multifocal bilateral patchy diffusion 
restriction in the bilateral subcortical white matter [Figure 2]. 
In the follow-up, due to anxious state and agitation, low-dose 
oral haloperidol was initiated which resulted in the recovery of 
symptoms as well as hemiballistic movements. On the 3rd day 
of hospitalization, the patient was totally recovered, and 
hemiballismus was completely resolved. She was discharged 
on dual antiplatelet therapy and donepezil treatment for newly 
diagnosed early-stage dementia.

dIscussIon

Hemiballismus can be defined as unilateral flinging movement 
of the limbs characterized by ballistic motion, a high-amplitude 
movement of an entire limb.[1,2] Classically, it has been 
characterized as almost pathognomonic of a lesion in the 
contralateral subthalamic nucleus (STN).[3] However, it can 
be caused in lesions outside the STN, and such that recent 
reports revealed that in only a minority of these cases, STN 
was directly involved.[2,4,5] As various interconnections within 
the basal ganglia structures have been acknowledged, the 
accurate pathophysiology of hemiballismus as well as the 
impact of the disturbances in these basal ganglia structures in 
the development of hemiballismus and the role of processing 
other motor networks still remain to be elucidated.[2] In 
our remarkable patient, the first clinical presentation of 
hemiballismus was found to be associated with acute infarct 
in the CS. However, more interestingly, the patient was the 
second time admitted with the same clinic, at which the MRI 
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