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INTRODUCTION

Facial onset sensory motor neuronopathy (FOSMN) syndrome was first described 
in 2006 as a “syringomyelia-like” syndrome. Since initial report, only 38 cases have 
been reported. We present a case of a patient diagnosed with FOSMN based on 
clinical features and electrodiagnostic studies. Our case highlights several features 
that are different than previously reported cases, which illustrates the clinical 
heterogeneity of the disease. Further investigation is needed to define the clinical 
spectrum and better understand the underlying pathogenesis of this rare 
condition.

CASE PRESENTATION

A 60 yo man with past medical history significant for hypertension and 
hyperlipidemia was referred for evaluation of progressive dysarthria and 
dysphagia over approximately 10 months. He reported that symptoms began with 
difficulty chewing. Around 2-3 months later, he began noticing changes in his 
voice. He also reports numbness of the left face and scalp, although he could not 
recall when this began.  Intermittently he has some mild drooping of the left 
eyelid. Symptoms are generally better in the morning and are worse with fatigue 
and stress. He denies any weakness in the arms or legs.
He had previously been worked up for myasthenia gravis and treated with trial of 
Mestinon without improvement.

Pertinent Exam Findings:
• Extraocular movements intact. Subtle left ptosis without fatigability
• Decreased sensation of light touch in the V1, V2, and V3 distributions, as well 

as left scalp
• Absent corneal reflex on the left, normal on the right
• Weakness of temporalis, masseters, orbicularis oris with sparing of orbicularis

oculi, frontalis, and pterygoids. Few fasciculations of the mentalis
• No tongue atrophy. Few contraction fasciculations and mild weakness of the 

tongue. Rapid alternating movements of the tongue normal
• No jaw jerk
• Nasal speech with moderate lingual dysarthria
• Full strength of neck flexion and extension, SCMs, trapezii, upper and lower 

extremities
• Normal sensation to light touch, pinprick, vibration, and position sense in the 

upper and lower extremities
• Normal reflexes in the upper and lower extremities
• Normal gait

WORKUP

• Labs: CBC and CMP within normal limits. CK 138. ESR 5. Negative for AChR Ab, 
MuSK Ab, P/Q calcium channel Ab

• MRI brain including IAC protocol without significant abnormalities
• MRA head/neck negative
• PFTs with normal FVC, FEV1, and NIF

EMG/NCS

Sensory Nerve Conduction Studies

Motor Nerve Conduction Studies

EMG

An outside EMG from 6 months prior demonstrated normal motor and sensory 
conductions in the upper and lower extremities, with normal EMG of bilateral 
upper extremities and thoracic paraspinals.

DIAGNOSIS

Our patient was diagnosed with facial onset sensory motor neuronopathy
(FOSMN) based on combination of sensory and motor symptoms beginning in the 
facial region, absent corneal reflex, and EMG showing evidence of motor 
neuronopathy in the facial muscles.

FOSMN syndrome is characterized by:
• Initial slowly progressive asymmetric sensory symptoms beginning in the face 

and later spreading to the scalp, neck trunk, and upper extremities
• Weakness beginning in the facial region with subsequent spread to the neck, 

shoulders, and proximal arms
• Sensory symptoms present for months to years prior to onset of weakness
• Predominant lower motor neuron features, although cases with upper motor 

neuron signs have been described
• Reduced or absent corneal reflexes on physical exam, correlated with 

delayed or absent blink reflexes on neurophysiologic testing is 
pathognomonic

• Male predominance with 2:1 ratio of males:females
• Variable disease duration, ranging from months to over 30 years

DISCUSSION

There is currently no standard criteria for diagnosing FOSMN. A recently proposed 
set of diagnostic criteria by Zheng et al. includes:
• Prolonged clinical manifestations including bulbar symptoms, muscle 

weakness, atrophy and fasciculations years after facial sensory disturbance
• Reduced or absent corneal reflexes
• Neurophysiologic findings including low SNAP amplitudes in the upper limbs 

and delayed or absence of R2 response of blink reflex
• Not attributable to another disease

Our patient presented several unique features:
• Near simultaneous onset of sensory and motor symptoms, unlike prior reports 

of sensory preceding motor symptoms at times by years
• SNAPs were normal in our patient on 2 different EMGs performed 6 months 

apart, whereas most previous reports demonstrated low SNAP amplitudes in 
the upper extremities. Clinically, the patient did not report any symptoms in 
the extremities, so this finding may reflect the early stage of the disease.

CONCLUSION

• Facial onset sensory motor neuronopathy (FOSMN) is a rare syndrome 
presenting with slowly progressive sensory and motor symptoms beginning in 
the face and subsequently spreading to the neck, torso, and upper extremities

• Reduced or absent corneal reflex on physical exam may correlate with delayed 
or absent blink reflex on neurophysiologic testing and distinguish FOSMN from 
other bulbar motor neuronopathies

• Further investigation is needed to define the clinical spectrum and understand 
the underlying pathogenesis of FOSMN
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Nerve / 
Sites Rec. Site Onset Lat

(ms)
Peak Lat

(ms)
NP Amp

(µV) Segments Distance
(mm)

Peak Diff
(ms)

Velocity
(m/s)

R Radial - Anatomical snuff box (Forearm)

Forearm Snuff Box 1.7 2.3 31 Forearm -
Snuff Box 100 58.2

R Median - Dig II Anti
Wrist II 2.3 3.0 17 Wrist - II 130 55.5

Nerve / Sites Muscle Latency
(ms)

Amplitude
(mV)

Duration
(ms) Segments Distance

(mm)
Lat Diff

(ms)
Velocity

(m/s)
R Median - APB

Wrist APB 3.2 9.3 7.4 Wrist - APB 70
Elbow APB 8.4 9.4 7.4 Elbow - Wrist 285 5.2 55.3

L Facial - Nasalis, Mentalis
Postauricular Nasalis 3.2 1.0 5.3
Postauricular Mentalis 3.1 1.0 8.5

L Accessory (spinal) - Trapezius
Neck Trapezius 2.3 6.4 14.2

Muscle
Spontaneous Activity Voluntary Activity

IA Fib PSW Fasc Misc Amp Dur PPP Recruitment Pattern
L. Trapezius 1+ None None None None Normal 2+ 2+ Mod-Sev Decr Neuropathic

L. SCM 1+ 1+ 1+ None None 1+ 1+ 2+ Mod Decr Neuropathic
L. Frontalis Normal None None None None Normal Normal 1+ Normal Normal
L. Mentalis 1+ 1+ 1+ 1+ None 1+ 2+ 1+ Discrete Neuropathic
L. Tongue 1+ None None None None 1+ 1+ Normal Mod-Sev Decr Neuropathic


