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[ Abstract) Objective ~ To summarize the clinical characteristics of peripheral nerve
hyperexcitability syndrome (PNHS). Methods and Results Ten patients with PNHS were admitted to
He'nan Provincial People’s Hospital from October 2018 to April 2022, with the clinical phenotypes of
Morvan syndrome in 5 cases, Issacs syndrome in 4 cases, and cramp-fasciculation syndrome (CFS) in one
case. There were 10 cases with clinical manifestations of muscle twitching, 8 of dysautonomia, 7 of central
nervous system symptoms, 7 of limb weakness, 6 of sensory deficits, and 2 of cramping and muscle stiffness.
Five cases were positive for autoimmune antibodies. Two cases had MRI abnormalities located in the
brainstem, left occipital lobe and right thalamus. Ten cases had EMG abnormalities, including
afterdischarges of I'-wave in 10 cases, unit potential of spontaneous motion abnormalities in 10 cases,
fasciculation potentials in 10 cases, myokymic discharges in 8 cases, and neuromyotonic and myokymic
discharges in 3 cases. Three cases underwent only symptomatic therapy, and 7 cases underwent
symptomatic therapy and immunomodulatory treatments. Except for one case who lost of follow-up, 5 cases
had a good prognosis, 2 cases with poor prognosis, and 2 cases died. Conclusions PNHS is a
heterogeneous group of clinical manifestations. Electrophysiological appearance of afterdischarges may be a
sensitive indicator for the diagnosis of PNHS.
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Table 1. Clinical data of 10 patients with PNHS
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CFS, cramp-fasciculation syndrome , &
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Figure 1 Head MRI findings of Case 6 Axial T,WI showed a slight hypointensity of the pontine and the left pontine arm (arrow
indicates, Panel la). Axial T,WI showed a slight hyperintensity of the pontine and the left pontine arm (arrow indicates, Panel 1b).
Axial TWI showed a slight hypointensity in the left occipital lobe (arrow indicates, Panel 1c). Axial T,WI showed a slight
hyperintensity in the left occipital lobe (arrow indicates, Panel 1d).
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Figure 2 EMG findings Afterdischarges of F - wave of posterior tibial nerve (arrow indicates, Panel 2a). Neuromyotonic
discharge (thick arrow indicates) and myokymia discharge (thin arrow indicates, Panel 2b). Afterdischarges of RNS (arrow
indicates, Panel 2¢). Fasciculation potentials (arrow indicates, Panel 2d).
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Hr 3 32 3 BR & 1A R (F)

/NFHERNA  small interfering RNA (siRNA )
KON HE THIML  effector T cell(Teff)
LG #1 cardiopulmonary coupling( CPC)
B8 H 4 zinc finger protein 4(Z1C4)
#HALFesZ2{k  neonatal Fe receptor(FcRn)
C BU R 2 E5 A BT 4 8 57

C-type lectin domain family 4 member A(CLEC4A)
CRIBEE 2 2K C-type lectin receptor( CLR)

CC AL P 7 e A 2
chemokine (C-C motif) ligand 2(CCL2)

CCHIFAfE N F 21K 6 CC-chemokine receptor 6(CCR6)
EFETE 598 6 i A1 25 BB I g 3R 1B B 1) 3R

selective serotonin and norepinephrine reuptake inhibitor

(SSNRI)
M2 B4 plasma exchange(PE)
L5 B8 AH W) BT serum tumor associated material (TAM)
delta/motch B 3 J A K TR 7 6 52 1A

delta/notch-like epidermal growth factor-related receptor
(DNER)

Kelch# 8 H 11 Kelch-like protein 1 1(KLHL11)
Toll B 324K 9 Toll-like receptor 9( TLR9)

< N L -

i el 1N A S | K | ST

hereditary hemorrhagic telangiectasia( HHT)
B AT PR IZ Sl P 28

hereditary motor and sensory neuropathy (HMSN)
5| e -2, 3- AU % indoleamine-2, 3-dioxygenase(1DO)
FFEEE  cylindromatosis(CYLD)
BENBAT AL motor unit potential(MUP)
BHM AL SHE  motor nerve conduction velocity(MNCV )
R ARG early fast-acting treatment( EFT)

WA RN # 1
early growth response protein 1(EGR1)

¥ S A B W 14 1M 4T 2 1 PR

paroxysmal nocturnal hemoglobinuria( PNH)
BAEZRXEWEANM-1P0)7%  macrophage-1 antigen(Mac-1)
a-TPEEH
R P B AR VP G BT 455 central sleep apnea(CSA)
SRR R ) ONER Al S i g S WA e

neutrophil percentage-to-albumin ratio(NPAR)

A AL 240 L 5 Al

neutrophil extracellular traps(NETs)

orthogonal arrays of particles(OAP)

a-internexin( «IN)



