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INTRODUCTION: 
Madras variant of motor neuron disease in a rare variant of MND 
which was rst identied in the year 1970 and was named by 
Meenakshisundaram et al to a group of patients from Madras. This 
disease is characterized by typical constellation of symptoms i.e. 
younger age of onset, weakness and atrophy especially of the distal 
muscles in the limbs, multiple lower cranial nerve palsy, pyramidal 
dysfunction and sensorineural hearing loss along with optic atrophy 
rarely.

CASE SUMMARY:
A 26 year old male, youngest of all siblings, born of non 
consanguineous marriage presented with the chief complaints of 
weakness of both halves of the face since 2 years, hearing loss since 1 
year, difculty in protrusion of tongue, swallowing of liquids and 
hoarseness of voice since 6 months and difculty in walking since 1 
month with no sensory ,bowel or bladder abnormalities , no signicant 
past history. Family history suggests similar illness in the older sibling 
who died at the age of 25 years despite treatment.

On examination – Patient was thin built, conscious and cooperative, 
with normal vitals. Higher mental functions were normal except for his 
speech which was accid dysarthric type. Cranial nerve examination 
revealed abnormality in the optic nerve where in the visual acuity was 
6/36 and fundoscopy revealed b/l optic atrophy. Facial nerve 
examination revealed weakness of muscles of facial expressions with 
atrophy and fasciculations, loss of nasolabial folds and positive bells 
phenomena. 8th cranial nerve examination suggested positive Rinnes 
with b/l sensorineural hearing loss in PTA. There was absence of gag 
reex with hoarseness of voice on examination of 9th and 10th CNs. 
The tongue showed diffuse atrophy and fasciculations.

Motor system revealed power of grade 4 in distal muscles of upper 
limbs, grade 3 in the distal muscles of lower limbs with atrophy and 
fasciculations. DTRs had a grade of 1+ in biceps, triceps with absent 
supinator, 3+ in knee and ankle with b/l plantar extensor. Sensory 
system, coordination, cerebellar signs, spine and other systems were 
normal.

INVESTIGATIONS:
CBC/LFT/RFT/ RBS – Normal. HIV, HBV,HCV- Non reactive. 
Vitamin B12 assay – 1500pg( Normal). CXR, USG abdomen- normal.
MRI of cervical spine-  Mild cervical spondylosis without 
compression of nerve roots or spinal canal stenosis.

NCS-  normal. EMG- chronic denervation in facial muscles, distal 
upper and lower limb. The calf muscles showed brillation and 
persistent fasciculations.

DISCUSSION:
Madras MND is a rare entity and so far only 200 cases have been 

reported with an average incidence of <1/1000000, mostly from 
southern India. The interesting aspect of this case is that this has been 
reported from eastern India , where the incidence is minimal. This 
patient has features of early and severe involvement of facial muscles 
in addition to bulbar involvement which distinguishes him bulbar 
variant of ALS.  Optic atrophy is present in 20% of cases and b/l SNHL 
in 91% cases, both of which are present in the patient. 

Patient is now on followup since the last 8 months with oral Riluzole 
therapy and the rate of progression has been quite slow as compared to 
other ALS patients. 
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INTRODUCTION: Madras variant MND is a rare entity is characterized by multiple lower cranial nerve palsies(7-12) 
and atrophy of limbs.   A 26 year old male presented with complaints of difculty in hearing and BACKGROUND:

hoarseness of voice since 1 year and weakness of lower limbs since 10 days without any sensory, bowel and bladder symptoms. On examination, 
his vitals were stable. Cranial nerves examination revealed abnormality in the form of b/l sensorineural hearing loss, weakness of b/l facial 
muscles with fasiculations, absent gag reex with atrophy and fasiculations of the tongue. There was signicant wasting of muscles of face, upper 
and lower limbs with hypotonia in upper and hypertonia in lower limbs. Reexes were feeble in upper limb and exaggerated in lower limb. On 
investigation EMG-NCS showed chronic partial denervation of all muscles with reduced recruitment.  Very few cases of CONCLUSION: 
Madras variant of MND have been reported due to rare combination of features and often misdiagnosed.
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