o FRETRIA IR IR AE - RIEIE R R A @ BB IR BE R M A B B B IR AR
« Paroxysmal sympathetic hyperactivity

« Status dystonicus

« Severe acute motor exacerbations
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Paroxysmal Sympathetic Hyperactivity
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(Scott RA, et al. Paroxysmal Sympathetic Hyperactivity. Semin Neurol 2020;40:485-491.)



Vogt LM, et al. Recommendations for the Management of Initial and Refractory Pediatric Status Dystonicus. Mov Disord
2024;39:1435-1445.

Status dystonicus
E&E
« dystonia® |RERER *H & P &dystonialIBELISEE L TEHRICHIY ., TEELKRTH S
« BB S ERE LA D  *metabolic derangement, respiratory/bulbar dysfunction, fracture, and pain
* monogenic disorders +neurodevelopmental syndromes *DYT-TOR1A, GNAO1, KMTZ2B, ARX
- dyskinetic cerebral palsy
o« RPED* - A DRFEREIR * glutaric aciduria type 1, Lesch-Nyhan syndrome, PKAN
Spectrum of status dystonicus
» Pre-status dystonicus
- dystonialZIEE L TV %A, end organ involvement, airway compromiseld 7y, ERIIEL A3
 Status dystonicus
- dystoniadIBEA 20 LA EFE < - discomfort-tachycardia-diaphoresish'# 3
- & DLl EdDend organ metabolic decompensations*# )
*hyperthermia, major electrolyte abnormalities, renal failure, myoglobinuria, elevated serum CK level
« Refractory status dystonicus
- EERICARIG
- O & DL Edlife-threatening complications*# V)
*bulbar weakness, compromised upper airway patency, exhaustion/pain, metabolic imbalances,
renal or respiratory failure

Dystonia Severity Scale

Grade 1 Grade 2 Grade 3 Grade 4 Grade 5
comfortable uncomfortable irritable distressed decompensated
. , . Unable to tolerate  Unable to tolerate  Unable to tolerate
Patient sits Irritable and unable lying still and/or lving still and/or lying still and/or
comfortably to settle ying ying ving
sleep sleep sleep
Regular periods of Dystonic posturing No evidence of Early end- Full end-
uninterrupted sleep interfering with sitting metabolic organ/metabolic organ/metabolic
Patient can only decompensation decompensation decompensation
tolerate lying still
Controlled Intermittent Pre-status Status dvstonicus Refractory
dystonia dystonia dystonicus y status dystonicus
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Couto B et al. Severe Acute Motor Exacerbations (SAME) across Metabolic, Developmental and Genetic Disorders. Mov Disord 2024;39:1446-1467.

Severe Acute Motor Exacerbations (samE)

vital signs(4ig- - 0d8) & bulbar function(EasT) A RIFFICE S 1L 2 BE)HEREDIBE Hlacute/subacute /2 Z Y |
hours-to-days or weeks#: < & ®

* Amino acid metabolism: GCDH (glutaric aciduria type 1), ECHS1

« Complex molecule and organelle metabolism: DHDDS

- Intermediate metabolic, energy substrate: mitochondrial, creatine biosynthesis disorders

« Synaptic vesicle and neurotransmitter metabolism: AADC deficiency (oculogyric crises)

« Vitamin and cofactor: PKAN

« Trace elements: Wilson disease

« Neurogenic neurodevelopmental, non-metabolic: SCN1A, SC8A, KCNQZ2, GNAO1, RHOBTB2, ATP1A3, CACNAIA
e Other non-embolic disorders: TOR1A

» Cerebral palsy

Motor phenomenology  AFZ&) > Z (%)%

- complex movement disorders - dystonia - ataxia - myoclonus - hemiplegia

FH
« Catabolic state: mitochondrial metabolism, energy substrate metabolism, % & /NB{ED stressRISDIEE, ¥ F 7 X

D/NBARRENE DR Y F T RAEDG-protein & S I B &

e Dietary change: TxILF¥F—ELERIF TR, G-proteinkH%RICEEE5T 3
» Physical exhaustion, heightened emotion and stress: #i& X b L 2 &t (8% /\Bafk), glycosylation process (/)

- Golgi apparatus), > 7F 7 ZXHI#% DG-protein/ It ICBI5 4 %
« Head trauma and medication: 323 RTICFEEL S 3
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Paroxysmal sympathetic hyperactivity

Status dystonicus

Severe acute motor exacerbations
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