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Anaesthesia recommendations for  

Bullous pemphigoid 

Disease name:   Bullous pemphigoid (BP) 
 
ICD 10:  L12.0 
 
Synonyms:  - 
 
Disease summary:  Bullous Pemphigoid is an acquired, chronic, blistering autoimmune sub- 
epidermal bullous disease in which autoantibodies are directed against the component of 
basement membrane zone of the skin [1]. It is characterized by formation of cutaneous 
bullae on the skin and mucous membrane. The pathogenesis involves migration of inflame-
matory cells into sub-epithelial tissues due to activation of complement caused by antigen-
antibody reaction. The Incidence of BP is 6-7 cases per million per year in the western world. 
It usually involves elderly people with more than 60 years of age and is rare in children 
although childhood BP has been described [2]. 
 
One of the variants of the disease is cicatricial pemphigoid, which commonly involves 
mucous membranes of the oropharynx, conjunctiva, nasopharynx, larynx, oesophagus, 
genitalia and anus. Bullous eruptions are followed by scarring [3]. 
 
The clinical course of the disease is one of exacerbations and remissions. The diagnosis is 
based on clinical presentation, histopathologic analysis, direct and indirect immune-
fluorescence microscopy on perilesional skin (DIF), analysis of staining patterns, and/or 
characterization of circulating auto-antibodies [4]. 
 
There have been several reports of its association with other autoimmune skin/bullous 
diseases like pemphigus, pemphigoid, epidermolysis bullosa acquisita, dermatitis 
herpetiformis (Duhring), linear immunoglobulin-A disease, and multiple auto-immune 
syndrome [5].Recently, some case reports and a review on its association with Acquired 
Haemophilia A (AHA) have been published. The mechanism is unclear, however it is 
postulated that there may be a possible relationship between the 2 autoimmune diseases. 
Seventeen cases of BP associated with AHA, age ranging 24-88 years, have been 
documented [6]. 
 
The association of BP with malignancy is a matter of debate with no consensus. Despite 
several published case reports and trials, a definite association is lacking. Ogawa et al. found 
a significantly higher incidence of malignancy in patients with BP [7]. Other Asian authors 
have also reported a higher incidence of malignancy in their patients [8]; however, other 
studies done in Caucasians have failed to prove any statistically significant association [4]. 
 
Treatment is with corticosteroids and immunosuppressive drugs [9] and occasionally 
antibiotics if an associated bacterial infection develops. Early disease can be managed by 
topical steroids but advanced disease requires systemic doses. In cases where steroids are 
contraindicated, treatment is tetracycline alone or in combination with nicotinate. Cytotoxic 
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drugs form the second line of treatment (azathioprine and methotrexate). High dose 
intravenous immunoglobulins (IVG) is indicated in resistant cases [10]. 
 

 

Medicine is in progress 

Perhaps new knowledge 

Every patient is unique 

Perhaps the diagnosis is wrong  

 
 

Find more information on the disease, its centres of reference and patient 
organisations on Orphanet: www.orpha.net 
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Typical surgery 

The patient can present for various types of surgery, both elective and emergency. Surgery 
in these patients includes restoration of function where severe deformity is present, e.g. 
laryngeal and oesophageal strictures and ophthalmological conditions. A patient may present 
as an emergency, e.g. for laparotomy (due to gastro-duodenal ulceration), or for Caesarean 
section, management of acute airway obstruction secondary to cicatricial laryngeal lesions, 
orthopaedic procedures, or other routine elective procedures [11,12]. 

Once laryngeal stenosis occurs, repeated endoscopic laser excision of scar tissue may be 
needed to maintain an adequate airway [13]. 

 

Type of anaesthesia 

There are no definite recommendations for either general or regional anaesthesia.  

Ketamine based general anaesthesia without tracheal intubation and patient breathing spon-
taneously has been used in several BP patients. It provides rapid induction, preservation of 
airway reflexes and minimal trauma to the face and upper airway.  

Despite concern about airway trauma, general anaesthesia with tracheal intubation can be 
used if considered safer for the patient [14]. Tracheal intubation in a similar condition, 
epidermolysis bullosa dystrophica, has been described in 131 patients without intraoperative 
or postoperative airway obstruction [15]. 

Whenever general anaesthesia requiring a secure airway (intubation/laryngeal airway) is 
unavoidable, protective measures must be ensured, e.g. a tracheal tube should be secured 
with soft cloth bandage rather than with adhesive tape. In patients with documented oral 
lesions, inserting a tracheal tube is a safer technique compared to a laryngeal mask airway 
because of the risk of bleeding from intraoral lesions [16]. 

The use of regional anaesthesia in these patients is controversial, the reason being that 
blister formation can occur at the site of insertion and in case of a continuous epidural, 
fixation of a catheter on skin is difficult. However, regional anaesthesia has been described 
for surgeries as it avoids general anaesthesia and airway manipulation [17,18]. The use of 
tape to secure the epidural catheter to a large area of skin should be avoided. Spinal 
anaesthesia has been described for Caesarean sections and avoids the need for skin 
infiltration at the site of insertion [19]. 

Neuraxial opioids should be avoided as they are associated with pruritis, especially with 
morphine [20]. 

 

Necessary additional pre-operative testing (beside standard care) 

 Complete blood count is indicated if patients are on myelosuppressive drugs like 
corticosteroids and azathioprine.  

 Measurement of serum electrolytes, especially potassium and sodium, is indicated 
because potassium may be lost through skin lesions leading to hypokalaemia. 
Sodium can be deranged due to fluid loss from blisters and dehydration. 
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 Lung function tests are indicated if supraglottic airway obstruction is present [21] 
(spirometry should be done). 

 Hepatic function tests are indicated if the patient is on immunosuppressive drugs. 

 Serum protein measurements should be performed in patients with oral blisters who 
are likely to have malnutrition. 

 

Particular preparation for airway management 

Airway issues: 

 Patients may present with extensive tracheobronchial involvement with cough and 
dyspnoea [22] 

 Vesicular eruptions leading to scarring which may occlude the upper airway and 
patient may present with stridor 

 Pre-existing bullae in the oropharynx may restrict  mouth opening 

 Difficult intubation due to narrowing of laryngeal inlet 

 Risk of haemorrhage is present secondary to airway manipulation 

 Further risk of inducing new bullae formation with laryngoscopy and tracheal 
intubation 

Airway management: 

 Oral intubation is preferable to the nasal route 

 1% hydrocortisone cream and Vaseline soaked gauze should be applied on face to 
avoid direct face mask contact as it poses the risk of severe bullae formation [23] 

 Oral airway should be avoided 

 Use an endotracheal  tube smaller than indicated size 

 Tracheal tubes should be secured with a soft cloth bandage 

 Suction catheters should be well lubricated and suction pressure should be kept low 

 Tracheostomy under local anaesthesia is indicated if the upper airway is complicated 
by severe ulceration, adhesions and deformity of oral mucosa, epiglottis and web 
adhesion of the vocal cords [24] 

 

Particular preparation for transfusion or administration of blood products 

In BP, auto-antibodies are targeted against hemidesmosomes components BP 180 3 and BP 
2304 [25]. Therapeutic plasmapheresis is an effective treatment and has definite therapeutic 
advantages in some bullous disorders including bullous pemphigoid [26]. 
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There is no evidence that BP is modified by BT [25]. 

 

Particular preparation for anticoagulation 

There is no evidence in literature regarding any particular preparation for anticoagulation in 
BP. 

 

Particular precautions for positioning, transportation and mobilisation 

To avoid friction and pressure-induced trauma, careful positioning should be done. It is 
preferable to let patients position themselves on the operating room table as it will reduce 
pressure and friction induced trauma. Sheets should be free of creases. Gauze pieces 
soaked with hydrocortisone cream and Vaseline may be applied to pressure areas like heels 
and elbows [14]. 

 

Interactions of chronic disease and anaesthesia medications 

BP onset has no direct interaction with anaesthetic drugs but onset may be associated with 
the following adjuvant drugs that are likely to be used during the perioperative period. These 
are furosemide, ibuprofen, ACE inhibitors, metronidazole, spironolactone and some 
antibiotics (ampicillin, cephalosporins ) [27]. 

Neuraxial opioids should be avoided as they may cause pruritis and worsen the skin 
condition. 

 

Anaesthetic procedure 

Anaesthetic implications for airway management have already been listed. Additional 
management points are: 

 If patients are on regular corticosteroid therapy, they need to have pre-operative 
loading dose of corticosteroid. 

 Taping should not be done to protect the eyes. 

 Peripheral vascular/venous access may be difficult in some cases where central 
venous cannulation is indicated and it should be fixed with skin stitches. 

 Local infiltration of anaesthetic agent is contraindicated because of the risk of skin 
sloughing and bullae formation. 

 In case of spinal anaesthesia needle insertion, an area devoid of skin lesions should 
be preferred. 

 In difficult intubations, muscle relaxant should be avoided. A mixture of oxygen (O2) 
and low-density gas like helium (if available) is recommended (O2 20% and Helium 
80%) to decrease the turbulence in flow. 
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 A clear polyethylene head hood should be used in a spontaneously ventilating 
patient. 

 Opiates, thiopental sodium, and propofol can be used without any complication. 

 

Particular or additional monitoring 

Care should be taken to avoid pressure and friction during placement of monitoring devices, 
ECG pads, intravenous and arterial lines. IV lines and arterial lines should be fixed with 
sutures and gauze bandages [26]. Taping should be avoided. 

Blood pressure cuffs should be well padded. Some authors prefer direct measurement of 
blood pressure in preference to non-invasive blood pressure. 

Avoid temperature probe insertion in nasal and oral cavities. 

 

Possible complications 

Rough handling may cause new bullae formation and bleeding from raw areas. 

Bullae may form in the trachea due to mechanical contact of tracheal tube balloon [28]. 

Subcutaneous emphysema may develop in narrowed laryngeal orifices due to high pressure 
jet ventilation [29]. 

In patients with BP, traumatized skin often develops lesions in the area,where the disease 
had not previously been seen. This is known as Koebners phenomenon [30]. 

 

Post-operative care 

Avoid blind pharyngeal suctioning at the end of the procedure. 

Extubation should be gentle and the patient should be observed for post-operative stridor, 
new bullae formation and any difficulty in breathing. 

 

Disease-related acute problems and effect on anaesthesia and recovery 

Emergency-like situations may happen if cicatricial pemphigoid involves the oral cavity, 
epiglottis and vocal cords. Patients may present with stridor and dyspnoea due to narrowing 
of the laryngeal inlet. Obstruction is more obvious during inspiration, as the walls of the 
glottis are drawn together due to negative intratracheal pressure. Tracheostomy may be 
needed in advance in some cases. 
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Ambulatory anaesthesia 

Ambulatory anaesthesia should only be done in patients with BP if mucous membranes are 
not involved in the disease process. 

 

Obstetrical anaesthesia 

Pregnancy can precipitate and aggravate BP especially during the 1st and 2nd trimester. 
However, in the third trimester, the clinical picture can improve due to increased endogenous 
corticosteroid production by the chorion. Sepsis and skin infection at the site of local 
anaesthesia injections is possible. A choice of an area devoid of skin lesion is recommended 
and considered safe for performing a lumbar puncture. 

Case reports have been published which show that single shot spinal anaesthesia is safe for 
Caesarean section, however, general anaesthesia is not contraindicated if the oral mucosa is 
not involved with the disease [19]. 

 

http://www.orphananesthesia.eu/


www.orphananesthesia.eu 8 

References 
 

1. Kasperkiewiez M, Zilikens D. The pathophysiology of bullous pemphigoid. A Clin Rev Allergy 
Immunol 2007;33:67–77 

2. Chou C, Hsu C, Lee M, et al. Childhood Bullous Pemphigoid: A Case Report and Literature 
Review. J Clin Exp Dermatol Res 2013;S6–S10 

3. Fleming TE, Korman NJ. Cicatrical pemphigoid. J Am Acad Dermatol 2000;43:571–594 
4. Zenzo CD, Torre Rd. Zambruno G et al. Bullous pemphigoid: From the clinic to the bench. A 

Clin Dermatol 2012;30:3–16 
5. Ljubojevic S, Lipozenčić J. Autoimmune bullous diseases associations. Clin Dermatol 2012; 

30:17–33  
6. Fakprapai W and Wattanakrai P.Bullous Pemphigoid associated with Hemophilia A:A case 

report and review of literature. Case Rep Dermatol 2019 ;11:130–139 
7. Ogawa H, Sakuma M, Morioka S et al. The incidence of internal malignancies in pemphigus 

and bullous pemphigoid in Japan. J Dermatol Sci 1995;9:136-141 
8. Fernandes J, Barad P, Shukla P. Association of Bullous Pemphigoid with Malignancy: A Myth 

or Reality? Indian J Dermatol 2014;59:390–393  
9. Wojnarowska F, Kirtschig G, Highet A.S et al. Guidelines for the management of bullous 

pemphigoid. Br J Dermatol 2002;147:214–221 
10. Hoffmann JHO, Enk AH .High- dose intravenous immunoglobulins for the treatment of 

dermatological autoimmune diseases. J Dtsch Dermatol Ges 2017;15:1211–1226 
11. Prasad KK, Chen L. Anesthetic management of a patient with bullous pemphigoid. Anesth 

Analg 1989;69:537–540 
12. Yaniv R, Auslender S, Tran H. General anaesthesia of a bullous pemphigoid patient.  A Can J 

Anaesth 1996;43:1181 
13. Whiteside OJH, Martinez P, Ali I et al. Mucous membrane pemphigoid: nasal and laryngeal 

manifestations. J Laryngol Otol 2003;117:885–888 
14. Yamada M, Yoshida H, Miyamoto Y, et al. Anaesthetic Management for the Patient of Bullous 

Pemphigoid Associated with Rectal Cancer. Hokuriku J Anaesthesiol 1998;32:51–53 
15. James I, Wark H. Airway management during anesthesia in patients with epidermolysis 

bullosa dystrophica. Anesthesiology 1982;56:323–326 
16. Bansal A, Tewari A, Garg S, et al. Anesthetic considerations in pemphigus vulgaris: Case 

series and review of literature. Saudi J Anaesth 2012;6:165–168 
17. Berryhi U RE. Skin and bone disorders. In: Katz J, Benumof J, Kadis LB (Eds.). Anesthesia 

and Uncommon Diseases, 3rd ed. Philadelphia: WB Saunders Co. 1990:668–672 
18. Lavie CJ, Thomas MA, Fondak AA. The perioperative management of the patient with 

pemphigus vulgaris and villous adenoma. Cutis 1984;34:180–182 
19. Abouleish EI, Elias MA, Lopez M et al. Spinal Anesthesia for Cesarean Section in a Case of 

Pemphigus Foliaceous. Anesth Analg 1997;84:449–450 
20. Mahajan R, Grover VK. Neuraxial opioids and Koebner phenomenon: Implications for 

anesthesiologists. Anesthesiology 2003:99:229–230 
21. Drenger B, Zidenbaum M, Reifen E, et al. Severe upper airway obstruction and difficult 

intubation in cicatricial pemphigoid. Anaesthesia. 1986;41:1029–1031 
22. Sarika K, Anurag Y, Rajnish KJ, et al. Anaesthetic management of a patient with pemphigus 

vulgaris for lumber discectomy. SAARC J Anaesth 2008;1:13–134 
23. Lazor JB, Varvares MA, Montgomery WW et al. Management of Airway Obstruction in 

Cicatricial Pemphigoid. Laryngoscope 1996:106:1014–1017 
24. Mahalingam TG, Kathirvel S, Sodhi P. Anaesthetic Management of a patient with pemphigus 

Vulgaris for emergency laparotomy. Anaesthesia 2000;55:155–162 
25. Al Aboud Kh, Al Hawsawi Kh, Al Aboud A et.al. Blood transfusion and dermatology .Acta 

Dermatoven APA 2006 ;15:20–24 
26. Brian Chang ,Tholpady A ,Huang R et al.Clinical and serological responses following 

plasmapheresis in Bullous Pemphigoid .Two case reports and a review of literature. Blood 
transfusion 2014;12 :269–275 

27. Derya Yayla, Pelin Hizli and Yeşim Yayla (January 29th 2018). Bullous Pemphigoid, 
Autoimmune Bullous Diseases, Müzeyyen Gönül and Seray Çakmak, IntechOpen, DOI: 
10.5772/intechopen.73543. Available from: https://www.intechopen.com/books/autoimmune-
bullous-diseases/bullous-pemphigoid.  
Availble at https://www.intechopen.com/books/autoimmune-bullous-diseases  

http://www.orphananesthesia.eu/


www.orphananesthesia.eu 9 

28. Yasuda T, Yoshida H, Kudo H, et al. Tracheal mucosal bulla found on tracheal extubation in a 
patient with pemphigus vulgaris - a case report. Masui 2000;49:66–68 

29. Yasir M, Khan FA.  Airway management in a patient with bullous pemphigoid. J Coll 
Physicians Surg Pak 2013;23:583–585 

30. Pattison E, Harrison BJ, Griffiths CE, et al. Environmental risk factors for the development of 
psoriatic arthritis: results from a case-control study. Ann Rheum Dis 2008;67:672–676. 
 

 
 
 
 
 
 
 

http://www.orphananesthesia.eu/


www.orphananesthesia.eu 10 

 

Date last modified:  January 2020 
 

This recommendation was prepared by: 
 
Author(s) 
 
Fauzia Khan, Department of Anaesthesiology, Aga Khan University, Karachi, Pakistan 
fauzia.kahn@aku.edu 
 
Tanveer Baig, Department of Anaesthesiology, Aga Khan University, Karachi, Pakistan 
tanveer.baig@aku.edu 
 
Disclosure The authors have no financial or other competing interest to disclose. This 
recommendation was unfunded. 
 
 
 
This recommendation was reviewed by: 
 
Reviewers 
 
Tanveer Baig, Department of Anaesthesiology, Aga Khan University, Karachi, Pakistan 
tanveer.baig@aku.edu 
 
Mark Trombetta, System Director of Clinical Programs, Allegheny Health Network Cancer 
Institute, Division of Radiation Oncology, Allegheny General Hospital, Drexel University 
College of Medicine, Pittsburgh, USA 
Mark.TROMBETTA@ahn.org 
 
Disclosure The reviewers have no financial or other competing interest to disclose. 
 
 

http://www.orphananesthesia.eu/

