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Role of regional anaesthesia in a 
patient with epidermolysis bullosa 
dystrophica for emergency 
surgery

Sir,

Epidermolysis bullosa is a confluence of 
dermatological disorders causing easy bruising of skin 
and mucosa. It has a predilection to affect stratified 
squamous epithelium, thereby affecting the skin, 
oral cavity, pharynx, oesophagus and genitourinary 
system [Table  1]. Extracutaneous manifestations like 
laryngotracheal stenosis, oesophageal strictures, 
infections, hypermetabolic state and cardiomyopathy 
pose a great challenge to anaesthesiologists.

An 8‑year‑old male child weighing 12  kg had 
dystrophic nails with erosive desquamative lesions 
at birth which was followed by the development of 
blisters over palm, soles and scalp during the neonatal 
period. He was diagnosed with epidermolysis bullosa 
dystrophica. Complete haemogram and renal function 
tests were normal. The patient presented with acute 
urinary retention and meatal stenosis for which 
emergency meatoplasty was planned. On examination, 
healed atrophic scars were observed all over the body. 
Oral cavity examination revealed multiple hypoplastic 
teeth, multiple palatal and buccal mucosal erosions 
and an active bleeding ulcer on the dorsum of 
tongue with an external appearance of a difficult 
airway. Anaesthetic plan was intravenous sedation 
with caudal analgesia. Intravenous cannula was 
secured after a eutectic mixture of local anaesthetics 
cream application without occlusive dressing. 
The patient was premedicated with midazolam 
0.5  mg and glycopyrrolate 120 µg intravenously. 

Electrocardiography electrodes with adhesive removed 
were applied. A cotton roll was wrapped around the 
arm before blood pressure  (BP) cuff application and 
clip sensor for pulse oximetry.

Intravenous sedation was provided with ketofol 
(ketamine + propofol) in 1:1 ratio at 0.5 mg/kg bolus 
dose. After lubrication of face mask with lignocaine 
jelly, oxygen supplementation on spontaneous 
breathing was maintained. Using landmark technique, 
after chlorhexidine disinfection, caudal block was 
performed in left lateral position with 7 mL of 0.25% 
bupivacaine. All pressure points were adequately 
cotton padded. Intraoperative and postoperative 
periods were uneventful.

Regional anaesthesia was preferred over general 
anaesthesia to minimise airway manipulation and 
trauma. We chose regional anaesthesia as meatoplasty 
is a short duration procedure and does not require 
absolute loss of muscle tone. We chose intravenous 
sedation over inhalational because the administration 
of short‑acting inhalational agents requires a tight mask 
seal for end‑tidal carbon dioxide monitoring, oxygen 
supplementation and anaesthetic agent delivery. 
A tight fit mask can cause skin disruption and blisters 
formation which could be disfiguring. The use of caudal 
block provided the added advantage of intraoperative 
and postoperative analgesia, and prevented adverse 
airway reflexes. Without caudal block, postoperative 
pain relief would have been difficult to manage and 
would lead to higher intraoperative sedative dose 
requirements which would predispose to transient 
apnoea requiring mask ventilation. Avoiding airway 
manipulation and instrumentation prevented the 
spontaneous blisters development in the airway tract, 
thereby reducing morbidity.[2] Adequate analgesia is 
mandatory as children tend to roll around the table 
leading to skin trauma and blisters development.[3] 
Caudal block made the procedure opioid‑free as it can 
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Table 1: Epidermolysis bullosa clinical presentation[1]

Type Inheritance Defective Gene Areas affected and Manifestations Airway involvement Special features
Epidermolysis bullosa 
simplex

Autosomal 
dominant 

Keratin Oral ulcers, nail shedding, hair loss, 
hyperkeratosis of the palms and soles

Rarely laryngeal 
stenosis

Blisters heal 
without scarring

Junctional epidermolysis 
bullosa

Autosomal 
recessive

Laminin All areas lined with stratified 
squamous epithelium – skin, 
gastrointestinal mucosa, respiratory 
mucosa and genitourinary mucosa

Scarring and 
obstruction

Manifests since 
birth and carries a 
high mortality rate

Epidermolysis bullosa 
dystrophica

Autosomal 
dominant/
recessive

Alpha‑7 chain 
integrity in 
collagen

Oral, oesophageal and anal 
mucosa. Dilated cardiomyopathy, 
pseudo‑syndactyly, oesophageal 
strictures leading to malnutrition and 
anaemia

Limited mouth 
opening and 
laryngotracheal 
stenosis

Multiple blister 
formations all 
over the body 
even with minimal 
mechanical insult

Page no. 66



907Indian Journal of Anaesthesia | Volume 65 | Issue 12 | December 2021

Letters to Editor

lead to pruritus. Pruritus is deleterious as scratching 
makes things worse. Other measures that we 
undertook to avoid shear stress and formation of new 
blisters were lubrication of face mask with lignocaine 
jelly, adequate cotton padding over pressure points, 
cotton wrapping before application of BP cuff and 
clip type pulse oximeters.[4] Non‑adhesives can be 
used for fixing intravenous cannulas to avoid medical 
adhesive‑related skin injuries.[5]

If these patients require general anaesthesia, then it is 
better to avoid supraglottic airway and oropharyngeal 
airways as they can worsen oral mucosal integrity. 
Nasopharyngeal airways and nasal intubation can be 
used as the columnar epithelium of the nasal cavity 
is slightly more resistant to disruption.[6] All airway 
equipment should be lubricated well to minimise 
airway trauma.[7] Other intraoperative complications 
observed in epidermolysis bullosa include fluid loss, 
electrolyte disturbances, anaemia, hypoproteinaemia 
and nutritional disturbances.[1]

To conclude, in the present case of epidermolysis 
bullosa, the use of caudal anaesthesia with sedation 
during the surgical procedure provided a successful 
outcome.
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