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PRESENTATION OF CASE 

Xeroderma pigmentosa[1] is an Autosomal Recessive Genetic 

disorder of DNA repair, in which the activity to repair damage 

caused by UV light is deficient. Multiple BCC (Basal Cell 

Carcinoma) and other skin malignancies frequently occur at a 

young age in those with Xeroderma pigmentosa. It is a rare 

disorder characterised by hypersensitivity to sunlight; ocular 

involvement and progressive neurological complications. 

These manifestations[2] are due to UV radiations leading 

to a defect in repair of DNA by process of Nucleotide Excision 

Repair (NER). It leads to several challenges in Anaesthetic 

Management. Here, we are presenting the challenges in 

Anaesthetic Management in a case of 22 years old male 

patient suffering from Xeroderma pigmentosa posted for an 

oncosurgery (BCC of scalp). 

 

DIFFERENTIAL DIAGNOSIS 

Following are differential Diagnosis of Xeroderma 

Pigmentosa- 

 Acanthosis nigricans. 

 Acute cutaneous lupus erythematosus. 

 Basal cell nevus syndrome. 

 Ephelides (Freckles). 

 

CLINICAL DIAGNOSIS 

Here, we are reporting a young adult with diagnosed case of 

Xeroderma pigmentosa associated with BCC situated over the 

scalp posted for wide excision and superficial grafting under 

General Anaesthesia. 

A 22 years old young male weighing 50 kg with 

Xeroderma pigmentosa had BCC over scalp posted for wide 

excision and skin grafting. 

 

DISCUSSION OF MANAGEMENT 

During pre-anaesthetic evaluation, he was appearing calm 

and was able to provide the history from the onset of his skin 

disorder. 

On examination he was average in built, hypopigmented 

nodules over the face, trunk and extremities. 

Systemic examination was normal. Mallampati grading 

was 3. 

His routine investigations (CBC/ECG/CXR/Serum 

Electrolyte/LFT/KFT) were normal. 
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Pre-Operative Vitals were checked and found Stable- 

 Under ASA physical status grade 1 with anticipated 

difficult airway he was accepted after high risk, written 

and informed consent was obtained. 

 Mild sedative tablet Alprazolam 0.2 mg and Ranitidine 

150 mg were given the night before surgery. NPO order 

issued. 

 On day of surgery, all difficult airway accessories were 

kept ready. After taking the patient on operating table 

baseline blood pressure (NIBP) of 118/78 mmHg, pulse 

rate of 88 per minute and oxygen saturation of 98% was 

noted. ECG, NIBP and SpO2 were used for intraoperative 

monitoring. 

 Peripheral venous access was achieved with an 18-G IV 

cannula. Patient was pre-medicated with injection 

Glycopyrrolate 0.04 mg/kg, Fentanyl 2 microgram/kg 

and Midazolam 0.05 mg/kg IV. 

 Patient was pre-oxygenated with 100% oxygen for 3 

minutes and induction was carried out with Propofol 

2mg/kg followed by Succinylcholine 1 mg/kg. 

Orotracheal intubation was done with Portex cuffed 

Endotracheal tube of size 8 mm (ID). 

 Anaesthesia was managed with Dexmedetomidine 

loading dose of 1 microgram per kg over 10 minutes and 

then 0.3 microgram per kg/ hour over infusion and 

nitrous oxide plus oxygen (50% each) plus 

neuromuscular blocker with Atracurium 0.1 mg per kg. 

 Analgesia was managed with intravenous Paracetamol 

15 mg per kg and Fentanyl 1 microgram per kg. 

 Intraoperative haemodynamic parameters remained 

stable throughout. Surgery lasted for two hours. Patient 

reversed with Neostigmine 0.05 mg/kg and 

Glycopyrrolate 0.01 mg/kg. Xylocard 1 mg/kg 

intravenous was given prior to extubation.  

 

Recovery was uneventful with stable vitals. Patient was 

shifted to PACU for post-operative monitoring. 

 

FINAL DIAGNOSIS 

Xeroderma pigmentosa is an Autosomal Recessive Genetic 

disorder of DNA repair, in which activity to repair damage 

caused by UV light is deficient- 

 Multiple BCC and other metastatic melanoma and 

squamous cell carcinomas are most common causes of 

death in Xeroderma pigmentosa patients.[3] 

 This disease involves both types and all races with 

incidence of 1: 250000 in USA and is roughly 6 times 

more common in Japanese people than in other groups. 

 Patient suffering from Xeroderma pigmentosa presents 

with many preoperative and intraoperative difficulties 

for Anaesthesiologist like facial and oropharyngeal 

changes leading to difficult ventilation and intubation. 



Jemds.com Case Report 

 

J. Evolution Med. Dent. Sci./eISSN- 2278-4802, pISSN- 2278-4748/ Vol. 7/ Issue 11/ Mar. 12, 2018                                                                           Page 1427 
 
 
 

 Prolongation of neuromuscular blocker effect; effect of 

inhalational agents on NER (nucleotide excision 

repair).[4,5-7] 

 In patients of Xeroderma pigmentosa general 

anaesthesia using volatile anaesthetic such as halothane 

causes deranged NER in cell obtained from Xeroderma 

pigmentosa patient.[8] 

 We preferred TIVA to volatile anaesthetic uses. 

Literature studies show that for Xeroderma pigmentosa 

patient, TIVA is more appropriate than anaesthetic with 

volatile agents as choice for general anaesthesia.[5] 

 

Muscle relaxant should be used minimally in these 

patients, as these patients are sensitive to muscle relaxants 

due to neuronal dysfunctions. 

 

CONCLUSION 

We successfully managed the patient under general 

anaesthesia using TIVA with minimal dose of muscle 

relaxants and avoiding volatile agents in the perioperative 

period. 
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