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Figure 1. Muscle atrophy of right first dorsal interosseous muscle was observed.
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Spinal Muscular Atrophy Spinal and Bulbar Hereditary Spastic
Muscular Atrophy Paraparesis

Familial Amyotrophic Lateral Sclerosis

Genetic

Amyotrophic Lateral Sclerosis

Progressive Muscular Atrophy Primary Lateral Sclerosis
Benign Focal Amyotrophy

Figure 2. Schematic classification of motor neuron disease.
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’ 1.Work up for focal compressive lesion ‘

Ulnar neuropathy

s Lower cervical radiculopathy

USG/MRI at CBssite CspineMRI

y

Brachial plexopathy

Further Hx taking
Plexus MRI

2.Negative finding with the above imaging studies
- Close follow up and further neurological examination
for other neurological symptoms and signs

Limited to one limb with
minimal progression?

Benign focal Y:s,younger ageonset, aggravated in
a myotrophy ;Id weather, No sensory symptom

Symmetriclength dependent
pattern with demyelinating/axonal

- Close observation

Inﬂammatory Conduction block (+) on non-

features, sensory symptom, pes
cavus/hammer toe

Symmetric proximal weakness

iy |nherited peripheral PMP22 MLPA
i  neuropathy CMTNGS

Follow up NCS/EMG

neuropathies — -
(ClDP MMN) compressive site, demyelinating features

Lower motor neuronsign [E8
more thanone limb +slow gl
progression

No, relatively fast
progression, onset

Sensory nerve

involvement?

diffuse giant MUPS

'S Lateonset SMA SMN gene study

bulbar symptoms, orofacial tremor,

after middle age

UMNsign (-) UMNsign (+)
UMNsign (+)
duringthe
followup

gynecomastia, paresthesia, onset . SEMA ARgene CAG
about 30-50yearsold, male expansion study

Figure 3. Diagnostic algorithm of patients who present with focal muscle atrophy in the intrinsic hand muscles. FDI; first dorsal interos-
seous, NCS; nerve conduction study, EMG; electromyography, USG; ultrasonography, MRI; magnetic resonance imaging, CB; conduction
block, Hx; medical history, PMP22; peripheral myelin protein 22, MLPA; multiplex ligation dependent probe amplification, CMT; Char-
cot-Marie-Tooth disease, NGS; next generation sequencing, CIDP; chronic inflammatory demyelinating polyradiculoneuropathy, MMN;
multifocal motor neuropathy, MUP; motor unit action potential, SMA; spinal muscular atrophy, SMN; survival motor neuron, SBMA; spinal
and bulbar muscular atrophy, AR; androgen receptor, UMN sign; upper motor neuron sign, PMA; progressive muscular atrophy, ALS; amyo-

trophic lateral sclerosis.
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