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Abstract 

Pemphigus vulgaris (PV) is an autoimmune disease characterized by intraepithelial blistering and erosions of the skin 

and the mucous membranes. In some cases life-threatening complications may occur. 

PV is usually diagnosed in middle-aged or older people, as the skin and/or the mucosa of the oral cavity, nasal cavity, 

esophagus, larynx and pharynx are affected. It is clinically presented as chronic progressive disease. PV is first 

manifested as primary lesions described as soft blisters filled with fluid, which then rupture and are replaced by erosions 

and ulcers. Prior to corticosteroid use and the symptomatic therapeutic strategies, poor clinical outcomes due to 

dehydration, malnutrition, and secondary infection have been quite common.  

We present a clinical case of a patient with a severe oral form of PV. The main aim is to clarify the main aspects related 

to the severity of the disease, its pathogenesis, as well as the difficulties in diagnosis, which causes delay in treatment. 
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Introduction  

Pemphigus vulgaris (PV) is an autoimmune disorder characterized by destruction of desmosomes between 
the cells in the epithelium due to the direct effects of IgG antibodies on the cell surface epithelial adhesion 
molecules called desmogleins (1) 
It is believed that the disease could be triggered by the application of sulfhydryl groups containing drugs 
(penicillamine, captopril) (2),(3),(4),(5),(6); active amid group containing drugs (7), phenols (8), rifampicin 



Case report                                                                                                          MedInform 
      I S S U E  1 ,  2 0 2 2  

 

                                                                           1431                                                                       MedInform 
 

(9),  diclofenac (10), ACE inhibitors (11). Cosmetic products are also associated with the occurrence of PV 
(12). Herpes virus DNA is detected by PCR in peripheral blood mononuclear cells and skin lesions of 
patients diagnosed with PV (13). 
The occurrence of PV may be associated with other autoimmune diseases such as rheumatoid arthritis, 
myasthenia gravis, lupus erythematosus and pernicious anemia (14). 
In 50-90% of the cases the lesions of the oral mucosa are the first manifestation of the disease and may 
also remain the only symptom (4),(15),(16),(17),(18),(19). Initially, rapidly rupturing and ulcerating vesicular-
bullous lesions are found on the cheeks, palate and lips. There is a positive symptom of Nykolski (20).  
Patients with mild symptoms of PV could be managed with application of prednisolone 40-60mg daily (21). 
In severe cases the dose is increased to 60-100 mg daily. After 5-7 days if no improvement is observed, the 
dose is increased with 50-100% until remission is achieved. In remission, no new lesions are identified and 
healing of the affected tissues is completed (21). If the corticosteroid daily dose is more than 100mg, 
intravenous path of application should be considered (21). Once remission is established, drug doses can 
be reduced gradually by 50% every 2 weeks  (21) or to be reduced with 5-10 mg per week until a dose of 
20 mg per day is reached (22). 
Maintaining good oral hygiene is essential to reduce the risk of disease progression. Patients should be 
encouraged to brush their teeth thoroughly and rinse their mouth with antiseptic solutions such as 
chlorhexidine gluconate 0.2% (22),(23). 
 
Clinical case 
 
We present a clinical case of a patient admitted to the Maxillofacial surgery clinic of “Alexandrovska” 
Hospital, Sofia, Bulgaria, with complaints of non-healing ulcers in the oral cavity for 2 months. The patient 
has been previously visited dermatologists, ENT specialists and an oral surgeon for consultations, but so 
far she has not been diagnosed and no treatment has been performed. The patient was referred to our clinic 
due to the progression of the chief complaints and inability to eat and drink.  
Severe erosive stomatitis was observed on the clinical examination with presence of necrotic lesions. 
Erosions and ulcers were found on the mucosal surface in the whole mouth – cheeks, soft palate and throat, 
back of the tongue, floor of the oral cavity and gingiva, with the presence of peripheral epidermolysis. In 
some areas the lesions are covered with a pseudomembranous structures. No vesicles or bullae have been 
identified, but a positive Nykolski symptom was present. Two bullae with a diameter of 1 cm were observed 
on the skin of the back. 
 
An incisional biopsy from lesions on the buccal mucosa was made followed by histopathological examination 
resulting in PV. 
The treatment consists of systemic and local medication management. Methylprednisolone 40 mg was 
applied daily, as well as chlorhexidine containing mouth wash. Topical applications of NAPA are prescribed 
3 times a day. It is a cream containing prednisolone, nystatin, anesthesia and vitamin A. Ceftriaxone 2 g 
daily was given to prevent secondary infection. To maintain the general condition and for rehydration, 
glucose solution 500mL and Ringer solution 500mL were intravenously administered. 
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Fig. 1 Pemphigus vulgaris (PV) of the oral cavity. 
 
The patient was discharged from the clinic in good general condition and stable hemodynamics. The 
intraoral status was significantly improved. Nutrition and fluid intake have been restored. Instructions were 
given including medication management with Augmentin 1000 mg, 2 times a daily for 7 days, probiotics and 
chlorhexidine containing mouth was. 
Complete healing of the oral lesions was established on follow-up (two times per week for 1 month). The 
mucosa was found with no ulcerations and the patient didn’t have any complaints. 
 
 
Discussion 
 
Intraepithelial accumulation of immune infiltrate, acantholysis and bullae formation are typical signs of PV 
(24). IgG1 or IgG4 subclass autoantibodies against desmoglein (keratinocyte surface antigen) are identified. 
IgG4 is known to be pathogenic, while the presence of IgG1 is detected at the remission period (25),(26). 
The chief target antigen in PV  is Dsg3 (27), while in pemphigus foliaceus is Dsg1 (28). However, antibodies 
against Dsg1 are found in 50% of patients with PV and their ratio to antibodies against Dsg 3 is related to 
the clinical manifestation and severity of the disease (29). In the oral form of pemphigus, there are antibodies 
against Dsg3 mainly found (30). 
Presence of rapidly ulcerating oral vesiculo-bullous lesions may be the only manifestation of the disease 
(31), (32), (20), (33), (34), (35). The ulcers are slowly healing, but scarring rarely occurs (36). Gingival 
lesions are rare and are represented mainly by desquamative or erosive gingivitis of the attached gingiva. 
It is a consequence of ruptured bullae and reveals surfaces with extensive erosions or deep ulcers (36), 
(37), (38). Desquamative gingivitis alone is not sufficient for diagnosis, as it is observed in other bullous 
dermatoses (39).  
Diagnosis of PV includes a complete examination of the patient, biopsy and histological examination, 
immunological examination. The standard histopathological examination reveals suprabasal acantholysis 
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and confirms the diagnosis (4),(40),(18),(41). ELISA is applied for direct quantitative measurement of serum 
levels of Dsg3 and Dsg1 (42).  
The main aim in the management of PV is to achieve remission of the disease (43). It should be followed 
by an adjustment in the dose of the medication therapy (43). It is necessary to reduce the dose to the 
minimum that provides control over the symptoms with minimum side effects (43). The adjustment of the 
medication must be considered with the severity of the disease (21), (44). 
When large doses of corticosteroids are needed, they should be given intravenously. Methylprednisolone 
250-1000 mg or dexamethasone is usually given for 1-5 days (45). Some studies have described the positive 
effects of drugs like azathioprine (46), oral cyclophosphamide (47) and tetracycline / nicotinamide (48), (49). 
Immunoglobulin given intravenously has been reported to be effective in the management of PV (50), (51), 
(52). The recommended dose is 1.2-2 g/kg for 3-5 days per week for a period of 2-4 weeks, as 1 to 34 cycles 
are applied according to this scheme (51), (52). Rapid improvement has been described after the application 
of the scheme (52). 
Soft diet and the use of soft toothbrushes for oral hygiene are recommended in order to avoid mechanical 
trauma of the lesions in (22), (53). To reduce pain before meals and during oral care, the use of topical 
analgesics or anesthetics such as benzydamine hydrochloride 0.15% is beneficial (22), (53). Maintaining 
good oral hygiene and the use of antiseptic solutions such as chlorhexidine gluconate 0.2% are essential 
for successful clinical outcomes (22), (53). Patients with secondary candidiasis should be treated with 
antifungals (53).  
Topical corticosteroids may be included in the management of PV (53). Betamethasone-containing oral 
rinsing solutions are the widely used (54), (55). One tablet of 0.5 mg is dissolved in 10 ml of water for this 
purpose. This solution can be used 4 times daily for 5 minutes (54), (55). Triamcinolone acetate 0.1% 
containing gels, hydrocortisone 2.5 mg tablets or inhalers containing beclomethasone dipropionate may 
also be used (54), (55).  
Treatment of PV with rituximab has shown promising results (56). The management consists of 375 mg 
rituximab per square meter of body surface, once a week for 3 weeks. In the fourth week, intravenous 
immunoglobulin is added in dose of 2g/kg. This treatment is repeated once more time. Then at the 3rd, 4th, 
5th and 6th months, the patient receives a single dose of rituximab and a single dose of 2 g per kg of the 
immunoglobulin (57).   
 
Conclusion 
 
PV is a severe disease which only symptom could be the presence of oral lesions. When oral erosions and 
ulcers are the only manifestation of the disease the establishment of diagnosis might be difficult, leading to 
delay in treatment. Clinical examination of the entire skin is important for the diagnosis of pemphigus due to 
the likelihood of detecting single hidden bullae.  
Oral lesions in PV lead to severe pain and difficulty at meal time, as well as speech disturbances. Without 
adequate therapy, these complications may worsen the general condition, causing dehydration and 
malnutrition. With appropriate therapy, including the use of systemic and local corticosteroids, antibiotics, 
good oral hygiene and proper nutrition and rehydration, the disease can be controlled. 
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