

















Supplemental Table 1: Clinical and electrodiagnostic findings
	Patient
	Neurological symptoms
	Neurological exam ( MRC grade for muscle strength testing)
	CK
(U/L)
	Electrodiagnostic testing

	
	
	
	
	Nerve Conduction Study, Conclusion (nerves tested)
	EMG

	1
	Progressive weakness which was more severe in the R.UE and more severe distally, B. hand  and foot numbness
	proximal R. UEs 4 , proximal L.UE 4+, Distal UEs 2, proximal LEs 5, distal LEs 4+, DTRs absent, multimodal distal sensory loss in the UEs and distal LEs.
	225
	Severe, multifocal axonal neuropathy, with superimposed bilateral CTS and L. ulnar neuropathy at the elbow (B. sural, median, radial, and ulnar sensory, B. peroneal, tibial, median and ulnar motor nerves).

	Polyradiculopathy. Widespread positive waves and fibrillation potentials (including the left deltoid). Motor unit recruitment reduced, motor unit size and duration  increased in the weak muscles 

	2
	Progressive proximal weakness of LEs > UEs and numbness in the feet
	Hip flexors 3, more distal LE and deltoids 4+, distal LE sensory loss and ankle areflexia
	289
	Length dependent axonal polyneuropathy (Right sural, left superficial peroneal, right ulnar, right radial sensory nerves, right peroneal (recorded at EDB and TA), left tibial, right ulnar motor nerves). 
	Myopathy. Low amplitude, short duration units without positive waves/ fibrillation potentials  in iliopsoas. EMG of the R.deltoid normal.

	3
	Foot paresthesia for 6 months, 
	Normal strength, diminished pinprick and temperature in the forefeet.
	ND
	Normal (B. sural, L.medial plantar, L. median, L. ulnar sensory; L.peroneal, R. tibial, L. median, L. ulnar motor). 
	Normal  including L. deltoid

	4
	None
	ND
	ND
	ND
	ND

	5
	Longstanding numbness in the hands and feet
	Normal strength, absent vibration below the knees, diminished pinprick to ankles and wrists.
	188
	Length dependent axonal polyneuropathy and B.CTS (B. sural, B. median, L. ulnar sensory; L.peroneal, R. tibial, B. median, L. ulnar motor).  
	Normal

	6
	Progressive shortness of breath, dysphagia, dysarthria, and weakness in the upper more than lower limbs for about one year. He succumbed of respiratory failure, aspiration, and sepsis. 
	B.UE 0, B.LE: proximal 3, distal 4. DTRs absent in UEs and ankles, brisk at the knees. Multimodality sensory loss in the distal UEs and LEs.
	95
	Length dependent axonal polyneuropathy (L. sural, L. median, R. ulnar, L. radial sensory; L. median and L.tibial motor).
	Polyradiculopathy v motor neuron disease. Positive waves and fibrillation potentials in all tested muscles including the L. deltoid. Polyphasic large motor units with reduced motor unit recruitment

	7
	None
	ND
	64
	ND
	ND

	8
	Progressive numbness in the feet
	Normal strength, diminished pinprick to the ankles and diminished vibration at the toes, normal DTRs.
	ND
	Length dependent sensory axonal polyneuropathy (B. sural, R. radial sensory, R.peroneal, L.tibial and R. ulnar motor). 
	Normal, deltoids ND

	9 *
	Progressive weakness in the proximal LE and UE for 6 months.
	Deltoids and hip flexors 2, hip abduction and adduction 4, more distal muscles 5 in the UEs and 4 in the LEs. DTRs normal in the UEs, absent at the knees and ankles
	726
	Length dependent axonal polyneuropathy (B. sural, R. radial sensory, R.peroneal, L.tibial and R. ulnar motor).
	Polyradiculopathy. Positive waves and fibrillation potentials in all the muscles tested in the UEs and LEs including the R. deltoid. Motor units had high amplitudes with increased polyphasia and reduced recruitment.

	10
	None
	ND
	ND
	ND
	ND

	11
	Numbness and neuropathic pain in the feet
	Motor strength normal except for the atrophy of distal foot muscles, diminished pinprick to the ankles and absent vibration at the toes, ankle areflexia 
	109
	Distal axonal polyneuropathy (B. sural, L. radial, L. ulnar sensory; L.peroneal, R.tibial and L. ulnar motor). 
	Distal axonal polyneuropathy. Positive waves and fibrillation potentials and long duration motor units in R. distal foot muscles, deltoids ND



MRC: Medical Research Council Testing (0-5); CK: creatine kinase, normal range 50-180 U/L, R.: right, L: left, B: bilateral, UE and LE: upper extremity and lower extremity, CTS: carpal tunnel syndrome, EDB: extensor digitorum brevis, TA: tibialis anterior, ND: not done, DTR: deep tendon reflex, *: Biopsy of the R. rectus femoris showed focally atrophic fibers, fiber type grouping, and apple-green birefringent positive material within vessel walls in Congo Red staining. Amyloid subtyping using liquid chromatography tandem mass spectrometry on peptides extracted from Congo red-positive, laser microdissected areas, showed a pattern consistent with ATTR.

