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absence of progressive neuroimaging changes. In pure forms, 
MRI spine can be normal; however, spinal cord atrophy and 
hydromyelia has been reported in cases with SPG56 variation.[5] 
We propose that hydromyelia seen in the index child may be 
an incidental finding and cannot explain the entire spectrum of 
clinical symptoms seen in this child. Hence, it probably is not 
the cause of spastic paraparesis in the index child. MRI brain 
may reveal white matter abnormalities on corticospinal tracts 
with thinning of corpus callosum.[6] Common clinical differential 
diagnoses include spastic diplegic cerebral palsy, subacute 
combined degeneration of spinal cord, copper deficiency, 
Segawa disease, Friedreich’s ataxia, mitochondrial respiratory 
chain disorders, organic acidurias such as biotinidase deficiency, 
and methylmalonic aciduria, arginase deficiency, and structural 
abnormalities of brain and spinal cord.[7] Family history may give 
a clue to the diagnosis, prompting a genetic confirmation. The 
rate of progression in ATL1-related HSP is slow, and wheelchair 
dependency is relatively rare as exhibited by the disease course 
in the father who suffers from disability but is able to carry out 
his activities of daily living and preserved intellect.

In conclusion, in any child presenting with early onset 
toe-walking and spasticity with similar family history, a 
differential diagnosis of autosomal-dominant HSP due to 
ATL1 (SPG3A) must be considered. Timely diagnosis will 
help to initiate early rehabilitation and prevent unnecessary 
diagnostic evaluations.
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Sphenoid Sinusitis as a Possible Cause of Trismus
Sir,

The sphenoid sinus is the most deeply located paranasal sinus. 
A wide range of signs and symptoms may be attributed not 
only by several neighboring structures but also anatomic 
variations among individuals.[1-3] Neuroimaging, such 
as computed tomography (CT) and magnetic resonance 
imaging (MRI), are extremely useful in the diagnosis 
of sphenoid sinus lesions and help clinicians to explain 
the clinical symptoms by demonstrating evidence of the 
structural relationship.[4,5] So far, the reports of trigeminal 
nerve dysfunction caused by the sphenoid sinus lesions 

were extremely rare. Hereby, we report a 58-year-old 
female patient presented with paroxysmal trismus caused by 
sphenoid sinusitis and we also demonstrated neuroimaging 
to reveal the causal relationship. The patient has provided 
informed consent for publication of the case.

A 58-year-old female patient presented a week history 
of paroxysmal spasm on the left face. The patient was 
previously healthy and had no history of sinusitis, trauma, 
or temporomandibular joint disorders. Recently, the 
patient complained of upper respiratory tract symptoms 
for 2 weeks. The episodes were precipitated by chewing 
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and occasionally accompanied by severe pain. The spasms 
were severe during the episodes, which made her feel 
the teeth might break. The patient has never been treated 
before and the symptoms gradually got worse over time. 
At visiting, vital signs were normal. Physical examination 
showed symmetric masseter muscle volume. Facial muscle 
power including masseter muscle and facial sensation were 
normal. Whenever the episode occurs, she was not able to 
open her mouth due to the severe painful spasm of the left 
masseter muscle. The spasm gradually increased in intensity 
with time and was soon followed by severe pain. Several 
seconds to minutes after symptom occurs, the spasm would 
stop spontaneously [Video 1]. Based on the typical clinical 
findings, the patient was diagnosed with left masticatory 
muscles spasm. Routine laboratory findings, including 
complete blood count, liver function test, random blood 
sugar, renal function test, electrolyte, and C-reactive protein, 
were normal. CT and MRI were performed to investigate 
the structural lesion and demonstrated sphenoid sinusitis 
of affected side with findings of mucoperiosteal thickening 
and perineural enhancement of mandibular nerve, which can 
explain the etiology of the neurological symptom [Figure 1]. 
Carbamazepine (daily 200 mg, increased to 400 mg) was used 
to reduce the hemimaticatory muscles spasm. Simultaneously, 
otorhinolaryngologist treated the patient with symptomatic 
therapy for the sphenoid sinusitis. She showed clinical 
improvement without any side effects. After 4 weeks, the 
patient decided to refuse further invasive treatment because 
the symptom was much improved.

In the past, the sphenoid sinus has not been well known, which 
has been considered as neglected sinus because of its isolated 
position and difficult accessibility.[6] However, a disease 
associated with sphenoid sinus lesion has been increasingly 
reported in recent literature. Numerous neurological symptoms 
can occur when the neurovascular structures surrounding 
the sphenoid sinus are involved, namely; cranial nerves II, 
III, IV, V, VI, vidian canal, internal carotid artery, cavernous 
sinus, sphenopalatine ganglion, sphenopalatine artery, and 
pituitary gland.[1] Although several cases with ocular cranial 
nerve dysfunction caused by sphenoid sinus lesion have been 
reported recently,[2,3] the reports of trigeminal nerve dysfunction 
were extremely rare.[7,8] As far as we know, this is the first case 
report to demonstrate the lesion in the mandibular nerve of 
the trigeminal nerve caused by the sphenoid sinusitis. Trismus 
owing to sphenoid sinusitis was previously reported.[7] A healthy 
65-year-old man presented trismus with a headache for 10 days. 
He was finally diagnosed with sphenoid sinusitis by CT scan. In 
this report, the direct spread of inflammation to the masticatory 
muscles or the mandibular nerve innervating masticatory 
muscles were proposed to explain the cause of masticatory 
muscle spasm. CT scan only showed the opacification of 
sphenoid sinus and medial pterygoid muscle hypertrophy. 
Although CT and MRI are mandatory in the investigation of 
sphenoid sinus lesion,[9] the evaluation for soft tissue has not 
been tried by MRI in the previous study, which is a potential 

limitation.[7] In our case, the cause of left masticatory muscles 
spasms was able to be explained by ipsilateral mandibular 
nerve with perineural enhancement on MRI. Interestingly, 
the sphenoid sinus on the affected side has anatomic variation 
characterized by large size and shape sequestrating to the 
pterygoid plate. Due to the distinct structure, the sphenoid 
sinus on the affected side in our case was located so close to the 
mandibular nerve pathway [Figure 1]. Therefore, we suggest 
that the sphenoid sinusitis can be a possible cause of trismus.
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Figure 1: Sphenoid sinusitis. Prominent mucoperiosteal thickening 
is noted (black arrowheads) on computerized tomography (a). Left 
mandibular nerve with perineural enhancement is surrounded by engorged 
veins (white arrows) and isolated sphenoid sinusitis is indicated on 
contrast enhanced 3‑dimentional fast spoiled gradient‑echo T1 weighted 
image of magnetic resonance imaging (white arrowheads, b)
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Left-Hand Motor Stereotypy in Vitamin B12 Deficiency: 
Expanding the Spectrum of Infantile Tremor Syndrome

Sir,
Infantile tremor syndrome (ITS) is a well-characterized 
neuro-cutaneous syndrome caused by vitamin B12 deficiency, 
occurring in children between 5 months and 3 years of age. It 
is characterized by a clinical tetrad of pallor, developmental 
regression with coarse tremors, hyperpigmentation of skin, and 
sparse brown hair.[1] Mothers of infants with ITS are vegetarian 
and, therefore, at a risk of vitamin B12 deficiency. Such 
infants have insufficient vitamin B12 stores at birth, which is 
further attenuated if not supplemented.[2] Apart from tremors, 
hypokinesia and mild rigidity, other movement disorders have 
not been described in this syndrome.[3] We present a case with 
motor stereotypy along with features of ITS, which includes 
pallor, neuroregression, and skin and hair changes, who 
responded to vitamin B12 supplementation.

A 15-month-old female child, second born offspring of 
nonconsanguineous marriage, was brought with complaints of 
abnormal repetitive motor stereotyped movement of the left 
upper limb (flexion of left upper limb reaching toward mouth) 
since 7 months of age. Parents observed that she had regression 
of developmental milestones from the 9 months of age along 
with irritability and sleep disturbances. She had also developed 
progressive pallor from the last 3 months. The child had been 
exclusively breastfed till 9 months of age, supplemented by 
inadequate complementary feeds subsequently. Milestones 
attained previously that were lost included loss of smile, 
interaction with parents and surroundings, sitting without 
support, and bisyllabic speech.

On examination, the child appeared dull and apathetic. She 
had sparse, hypopigmented hair, pallor and hyper-pigmented 
knuckles. Her weight was 6.5 kg and length 75 cm. Weight 
for length as per WHO growth charts fell below three 
standard deviations, suggesting severe acute malnutrition. 
She demonstrated repetitive abnormal flexion of the left upper 
limb with the hand reaching toward her mouth [Video 1]. Tone 

was decreased, and she was unable to sit or hold the neck. 
Remaining neurological and systemic examination was normal.

Evaluation revealed severe macrocytic anemia (Hb 5.8 gm/dL, 
mean corpuscular volume-112 fl; normal 80–95 fl). Peripheral 
blood smear showed macrocytic anemia along with 
thrombocytopenia. Vitamin B12 levels were 18 ng/mL (normal: 
200–900 ng/mL). Tandem mass spectrometry for inborn errors 
of metabolism screening was normal. Magnetic resonance 
imaging of the brain showed mild cerebral atrophy. The patient 
was initiated on Vitamin B12 injections 1 mg intramuscularly, 
alternate day for 10 days, along with other micronutrient 
supplements. She was continued on oral vitamin B12 tablets 
at 30 µg/kg/day for 3 months. On follow-up at one month, 
she had improved. She was able to sit and had started playing 
with toys [Video 2]. Motor stereotypy improved substantially 
over 2 months of supplementation.

Movement disorders are uncommon among the protean 
neurological manifestations of vitamin B12 deficiency. 
Since the initial description of infantile tremor syndrome 
in 1957 by  Dikshit et al.,[4] various movement disorders 
due to vitamin B12 deficiency have been described in 
both adults and children including those precipitated 
by B12 supplementation. The phenomenology ranges 
from hyperkinetic disorders like chorea,[5] ataxia,[5,6] 
tremor, myoclonus, dystonia[7] to hypokinetic disorders like 
parkinsonism.[8] These may be strikingly asymmetrical. So 
far, vitamin B12 deficiency presenting with stereotypy has 
not been described. Stereotypy may be primary or secondary 
to other neurological disorders. Secondary stereotypy occurs 
in association with autism spectrum disorders, intellectual 
disability, or sensory deprivation. Stereotypies have also been 
described in association with Wilson’s disease and autoimmune 
encephalitis.

The association of movement disorders with cobalamin 
deficiency has been explained by elevation of homocysteine 
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