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Introduction

There is growing interest on coronavirus disease 2019
(COVID-19)-associated neurological manifestations and the
interplay of COVID-19 in patients with existing neurological
illness.1 We wish to share our rare case of COVID-19-associ-
ated neurological manifestations in a patient with amyotro-
phic lateral sclerosis (ALS). ALS is a neurodegenerative
disease with very scarce information suggesting how
COVID-19 affects patients with ALS.2,3 Case reports of
COVID-19 in ALS are handful in literature and none of
them highlights the acute deterioration in respiratory status
with acute COVID-19 and the subsequent complications of
long COVID-19. To the best of our knowledge, this is the first
such reported case.

Case Report

A40-year-oldmalewith recently diagnosed ALS presented to
the emergency department (ED) with a history of fever and
worsening breathlessness for the last 4 days. The patient was
followed up by neurology department for ALS in the last 6
months. He had baseline quadriparesis and was bedridden;
however, he had no bulbar involvement and respiratory
compromise with Revised Amyotrophic Lateral Sclerosis
Functional Rating Scale (ALSFRS-R) score of 27. He was on
tablet riluzole. In the ED, he was conscious but tachypneic
and his vitals were as follows: pulse rate of 120 /min, blood
pressure, 130/86mm Hg, respiratory rate of 32/min, and

oxygen saturation of 86% on room air. He was started on
oxygen therapy and reverse-transcription polymerase chain
reaction (RT-PCR) test for severe acute respiratory syndrome
coronavirus 2 was done. However, his respiratory distress
worsened rapidlywithin fewhours and hewas intubated and
ventilated. As his RT-PCR test came out to be positive, hewas
shifted to intensive care unit (ICU) of COVID-19 center. He
received steroids, anticoagulation, and supportive treatment
as per institutional protocol. The initial chest X-ray was
not suggestive of any COVID-19 features and was normal
(►Fig. 1). The computed tomographic scan could not be done;
however, serial chest X-rayswere done daily that did not show
any radiological changes suggestive of COVID-19. Respiratory
deterioration in this patient was due to respiratory muscle
weakness rather than parenchymal abnormalities. He
remained on ventilator due to poor respiratory efforts for
the next 7 days. Tracheostomy was done at the end of first
week in anticipation of possibility of prolonged respiratory
support. Nutritional and physiotherapy support was provided
for the holistic care and recovery.

In second week of illness, patient developed high-grade
fever. The recorded axillary temperature was 104.6 F. There
were no features of acute infection/sepsis or organ failure
other than fever. All sepsis markers including procalcitonin
were normal. All the inflammatory markers suggestive of
severe COVID-19 were within the normal limits. Noninfec-
tive causes of fever in ICU like deep vein thrombosis, trans-
fusion reaction, and acute cholecystitis were ruled out. There
were no findings on ultrasonography chest and abdomen. All
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cultures sent came out to be sterile. The possibility of drug
fever was considered and riluzole was withheld and patient
managed with symptomatic care. The fever resolved after
stopping the drug. In due hospital course, the patient devel-
oped pneumothorax (►Fig. 2) and was managed promptly
with chest tube drainage and supportive care. The course of
illness was further complicated by difficult weaning in this
patient. In the third week of ICU stay, the patient developed
ventilator-associated pneumonia secondary to Acinetobacter
baumannii infection. He was treated as per culture sensitivi-
ty; however, unfortunately, the patient succumbed to illness.

It is important to understand how COVID-19 can affect
patients with ALS especially because respiratory compro-
mise is common in ALS patients and can be further compli-
cated by the clinical course of COVID-19 that can lead to

respiratory failure and need for intubation.1,2 The literature
is scarce on COVID-19 infection as a trigger to accelerate
respiratory weakness in patients on ALS1 and the association
between two remains speculative. Similar to the reported
cases,1 our case also highlights a possibility of COVID-19-
accelerated disease progression in ALS. However, the respi-
ratory decline in our case occurred during the acute COVID-
19 phase instead of post-COVID-19 phase as reported earlier.

Second, another learning point was regarding the drug
riluzole. It has been documented to cause hypersensitivity
reaction but drug fever has not been documented. However, in
our case, the possibility of drug fever could not be ruled out.3,4

Moreover, no literature on drug interaction between remde-
sivir and riluzole exists and the same needs exploration.

Underlying neuromuscular condition and prolonged hos-
pital course in background of COVID-19 pose a challenging
scenario. We need to be aware that these patients may
require prolonged ICU stay due to difficult weaning that
has its own set of complications including secondary infec-
tions and barotrauma. The risk of pneumothorax in COVID-
19 has been well documented.5,6

This case adds to existent sparse literature on prolonged
course of COVID-19 and its complications in a patient of ALS.
Reporting of such cases and compilation of a COVID-ALS
registry7can throw more light about COVID-19 in ALS.

Author Contributions
P.K. and R.A. conceptualized and drafted the letter. R.K.
and Satyendra contributed in drafting of the letter.

Conflict of Interest
None declared.

References
1 Li X, Bedlack R. COVID-19-accelerated disease progression in two

patients with amyotrophic lateral sclerosis. Muscle Nerve 2021;
64(03):E13–E15

2 Lee S, Arcila-Londono X, Steijlen K, Newman D, Grover K. Case
report of ALS patient with COVID-19 infection. Neurology 2021;
96(15, Supplement):5032

3 Covis Pharma. Riluzole drug facts. Accessed September 5, 2022
at: https://www.accessdata.fda.gov/drugsatfda_docs/label/2020/
020599s019lbl.pdf

4 Sorenson EJ. An acute, life-threatening, hypersensitivity reaction
to riluzole. Neurology 2006;67(12):2260–2261

5 McGuinness G, Zhan C, Rosenberg N, et al. Increased incidence of
barotrauma in patients with COVID-19 on invasive mechanical
ventilation. Radiology 2020;297(02):E252–E262

6 López Vega JM, Parra Gordo ML, Diez Tascón A, Ossaba Vélez S.
Pneumomediastinum and spontaneous pneumothorax as an
extrapulmonary complication of COVID-19 disease. Emerg Radiol
2020;27(06):727–730

7 COVID-19 Amyotrophic Lateral Sclerosis (ALS) Registry. Clinical-
Trials.gov Identifier: NCT04559009. Accessed July 12, 2022 at:
https://clinicaltrials.gov/ct2/show/NCT04559009

Fig. 1 Normal chest X-ray on day 1 of admission.

Fig. 2 Chest X-ray showing pneumothorax (blue arrow) in patient
with severe coronavirus disease 2019 and amyotrophic lateral scle-
rosis with intercostal drain in situ.
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