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Sofferman syndrome: A deadly 
outcome of an everyday 
procedure

Sir,

Nasogastric tube  (NGT) insertion is a commonly 
performed procedure. One major associated 
complication is Sofferman syndrome or NGT syndrome. 
Since its first definition in 1990 by Sofferman et al.,[1] 
reports of similar cases of unexplained stridor 
following prolonged NGT insertion have sealed it as 
a mounting, life‑threatening problem. To the best of 
our knowledge, till date fewer than 50 cases have been 
reported worldwide. Although paediatric cases have 
been described,[2,3] this entity[1] is commoner in the 
elderly and immunocompromised, with the duration 
of NGT in situ varying from 12 hours to 2 weeks.[4]

Apart from hoarseness and throat pain, there may 
be a stridor mandating a tracheostomy, which 
carries its complications of emergency airway 
management.[5] Endoscopic assessments reveal 
bilateral vocal cord abductor palsy and upper 
oesophageal ulcers. The pathophysiology has 
been hypothesised to be myositis  (as revealed in 
biopsy studies[6]), due to irritation of the laryngeal 
abductors by the NGT through an oesophageal 
pressure ulcer. Another hypothesis in cases without 
oesophageal ulcers is the compression of the vessels 
supplying the posterior cricoarytenoid muscle by 
the NGT.[6] The treatment is NGT decannulation, 
antibiotics and antacids. The abductor palsy is 
usually reversible, taking 10‑15  days to resolve,[4] 
and usually does not recur with subsequent NGT 
insertion. However, variants of this syndrome 
continue to be reported, unveiling a wide spectrum 
of clinical manifestations.
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Figure  1: Findings of the endoscopic assessment of the patient 
at 2  years of age showing vocal cords in the paramedian position 
suggestive of bilateral abductor palsy
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We similarly came across the case of a 10‑month‑old, 
6.5 kg male with normal developmental milestones, 
who was brought to the emergency room  (ER) with 
a history of fever for 3 days and respiratory distress 
for 1  day. The child was intubated and shifted 
to the paediatric intensive care unit. Following 
investigations, the child was diagnosed with bacterial 
pneumonia and sepsis. Broad‑spectrum antibiotics and 
supportive treatment were effective and the child was 
weaned off the ventilator and extubated after 10 days 
of mechanical ventilation. For this period, a 10 Fr 
infant feeding tube was placed for enteral nutrition. 
The NGT was changed once due to malposition. 
A  day after discharge, the infant was brought back 
with stridor and hypoxia. Subglottic stenosis or 
tracheomalacia were suspected. Intubation was 
unsuccessful in the ER. The infant was rushed to the 
OR and underwent an emergency tracheostomy under 
sevoflurane anaesthesia supplied by mask ventilation 
with spontaneous respiration maintained, and local 
lignocaine infiltration. An endoscopy revealed 
bilateral abductor cord palsy without oesophageal 
ulceration or subglottic stenosis. After ruling out 
various other neurological, infective, iatrogenic and 
neoplastic causes, like central nervous system tumours, 
muscular dystrophies, scarring due to intubation, 
viral infection, Sofferman syndrome was diagnosed. 
Peculiarly, even the most recent endoscopy at 2 years 
revealed no return of vocal cord function  [Figure 1]. 
In such cases, treatment options include posterior 
cordectomy, partial and total arytenoidectomy, cord 
lateralisation and re‑innervation. Some wait for 
recovery before performing a definitive procedure, 
especially in viral and neurological aetiologies. In our 

case, definitive treatment was delayed as the child was 
lost to follow‑up in the interim.

Some precipitating factors for Sofferman syndrome 
are swallowing or coughing movements against the 
NGT, the resting tone of the cricopharyngeal sphincter 
and mucosal compression against the vertebrae in 
supine position.[1] Hence, some preventive measures 
may be considered, including avoiding traumatic 
and repeated attempts; using lubricant generously 
and having the most experienced provider insert the 
NGT; using an appropriately sized NGT  (a smaller 
size causes more pressure on the mucosa); changing 
NGT position at‑least once a day, as absolute midline 
position is most likely to cause trauma; changing NGT 
every 3‑4 days; avoiding prolonged supine posturing[1] 
and preferring a semi‑recumbent position; considering 
early enterostomy for patients on chronic enteral 
feeding; good nutrition and appropriate antibiotics 
to prevent compromised mucosal integrity, delayed 
wound healing and superadded infections.

As described, this clinical entity can present as early 
as 10 months of age. Its importance lies, not in its rarity 
but, in its life‑threatening nature, making prevention 
and timely diagnosis essential.
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SUCLA 2 deficiency and 
mitochondrial cytopathy—Do we 
have a safe anaesthesia plan yet?

Sir,

Mitochondrial cytopathies or depletion syndromes 
(MDS) are rare diseases with defects in aerobic 
metabolism. Since mitochondria are the energy 
source for cells, high energy‑dependent tissues of 
nervous system, cardiovascular, and skeletal system 
are maximally affected in these disorders.[1] Two 
enzyme defects are known because of mutations 
in succinyl-CoA ligase (SUCLA) 2 and its GDP 
isoform gene (SUCLG1) which encode for subunits 
of adenosine diphosphate (ADP)‑dependent isoforms 
of succinyl‑coenzyme A synthase  (SCS‑A) leading 
to impaired oxidative phosphorylation and reduced 
adenosine triphosphate (ATP) generation.[2]

Although 70 million people are diagnosed with rare 
diseases in India (census 2011),[3] there is limited 
information on each enzyme defect of MDS in Indian 
population.

This is a case of a male child aged one and half 
years, weighing 11 kg having SUCLA2 deficiency 
with left sided non‑palpable testis posted for a 
diagnostic laparoscopy. He presented with features of 
developmental delay and weakness in bilateral lower 
limbs. General examination was normal with no gross 
facial dysmorphism. Neurological evaluation revealed 
delayed developmental milestones, lower limb 
hypotonia and macrocephaly with no signs of raised 
intracranial tension. Other organ systems, airway 

assessment, and routine haematological parameters 
were normal. Advanced workup for inborn errors of 
metabolism showed raised lactate and elevated lactate: 
pyruvate ratio  (>30). Tandem mass spectrometry 
of blood revealed elevated propionylcarnitine: acyl 
carnitine ratio (c3: c2 ratio > 0.4). Gas chromatography–
mass spectroscopy of urine showed raised levels of 
methyl malonic acid  (>2.5 micromoles per millimol 
of creatinine), consistent with abnormal fatty acid 
metabolism.

Anaesthetic management commenced with standard 
fasting guidelines of 2 h for clear fluids and 6 h for 
solids with the avoidance of pre‑operative sedation. 
Challenges in general anesthesia included use of total 
intravenous technique (TIVA) because of complications 
associated with disturbed energy production and 
fatty acid metabolism. Hence, a continuous infusion 
of propofol was avoided. Bolus doses of propofol, 
narcotics, and muscle relaxants were reported safe. 
Succinylcholine and halogenated agents were avoided 
due to risk of malignant hyperthermia (MH). It has 
also been found that affected patients required lower 
doses of anaesthetic agents.[4]

Anaesthesia was induced with bolus doses of 
intravenous (IV) 25 mg propofol and 25 µg of fentanyl. 
Muscle paralysis was achieved with 5 mg of atracurium. 
Anaesthesia was maintained with a mixture of 
oxygen in air and intermittent doses of atracurium in 
accordance with neuromuscular monitoring as reduced 
release of acetylcholine from immature nerve endings 
results in hypersensitivity of the neuronal junction 
to non‑depolarising paralysing agents in paediatric 
population.[5] Intraoperative management also 
included infusions of fentanyl in dose of 2–4 µg/kg/h 
and dexmedetomidine 0.2–0.7 µg/kg/h titrated in 

Page no. 73

mubeen.shaikh
Rectangle


