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+ HEAD LAG(+)
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1. HERGE * H&Rz: IEE
2. HSER SR (CT/MRI) * BRAIN MRI: SUPSECTED AN ARACHNOID CYST AT RIGHT CP
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Comment :
NCV: 1. No CMAP vas picked up with surface electrodes while stimulating left median, left ulnar and [4£1t_out])
right tibial nerves.
2. Small anplitude of CNAPs and slowed MNCV were noted while stimlating right peroneal nerve. ”n';mﬂ:gﬂ?l;ﬂsrn;;ﬁsymlmui
M
B¥G: 1. Spontaneous activities and polyphasic NUAPs were noted at left deltoid, left brachioradialis, (H R A B RN SMNL:SMN2 = 1:3)
right vastus nedialis and right anterior tibialis muscles. e
Conclusion: According to the above findings, it was compatible with possible motor polyneuropathy with RESMERIMTENE A BN ASEEREE 2
denervation signs. Please correlate clinically. WER (LR BBBEMRMAA RS, HEFRARIRR
3 '
R e B OB AR S 8T )

Motor polyneuropathy with denervation signs
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Phase 12

Phase |

Floppy Infant
BfEHTRE re——
Ml Paralytic form Nonparalytic form
B e
CNS involvement
(WA Myopathic  Neuropathic  cerebral Palsy, MR,
{EE —F ) | degenerative, injuries
= Congenital muscular ~ Spinal muscular
Frrent atrophy Chromosomal Ab.
Congenital myopathies Esderlllaypdsis
Congenital myotonic Collagen disord.
dystrophy Ehlers-Danlos synd
Metabolic disorders
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- | Characteristic Central Hypotonia Peripheral Hypotonia |
= | Weakness Mild to moderate Significant
Deep tendon reflexes Decreased or increased Absent
Babinski sign Present Absent
Infantile refiexes Persistent Absent
Pull to sit Some head lag Marked head lag
Muscle mass Normal or disuse atrophy Orominem n@
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Neurological Examination
Peripheral vs. Central

Hypoptonia

Distinguishing Lower Motor Neuron
Weakness from Muscle Weakness

Due to Due to
Neuropathy | Myopathy
o[> posr | Prowmt> gt
Foscosanca | May be present Absent
s [ovminihes b,
ol praoe)

= oty o presant =
prisca o

Jug Ilandlv
posturc

Table 3. Characteristics of Peripheral vs. Central

Neurologic Disorders
sign Penpheral cause Central cause
Chestsze  Maybesmallwith bellhape  Usully normal

Facal Often weak, blunted,
‘myopathic” exp

Usually normal

Absent

s, ps
ﬂsDy\e muscul

cularly

Musdle tone

Deeptendon  Decreased or absent Increased, may have
refiexes doniss

Gait Toe walking, waddling, Toe walk

euromusast ain, passiiy resuting in & moved
presentation, especialy i regard 10 speech and cog
Adpied wah permission fram Natons! Tk Force for e Exy kkntaton of
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(Lunn & Wang, 2008)
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Table. Current therapeutic approaches in clinical trials for SMA (modified from Scoto etal.) (36).

J Clinical trials
St CompasdiCogpusy csil:::;xdenu- :;;Amval :rlknls
4 Phasel |Phasell [Phaselll

g |Parmauich g |7
Small molecule Olexi

CK-2127107/ Cytokinetics &

Astellas

LMI070/Novartis Dependent

RG7916/Roche Dependent

Celecoxib® Dependent
Gene therapy AVXS-101/Avexis Dependent

(Boraet al., 2018)
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