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Abstract- 
Pemphigus vulgaris is a rare autoimmune 

mucocutaneous disorder marked by intraepithelial 

blistering, often first manifesting as painful oral 

ulcers. This case series highlights two instances of 

pemphigus vulgaris, a rare autoimmune disorder that 

often begins with painful oral ulcers. The first case 

involves a 50-year-old male with oral ulcers 

progressing to skin bullae, confirmed by cytology 

and biopsy, and effectively treated with 

corticosteroids. The second case is a 31-year-old 

female presenting with gingival erythema and 

burning, diagnosed through clinical signs and 

histology, and managed successfully with early 

corticosteroid therapy. The report underscores the 

importance of early diagnosis and treatment to 

ensure favorable outcomes. 
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I. Introduction 
The term pemphigus was first introduced 

by Boissier de Sauvages in the 1750s, derived from 

the Greek word pemphix, meaning blister or bubble 

[1]. It denotes a chronic, potentially life-threatening 

autoimmune disorder characterized by 

intraepithelial blistering of the skin and mucous 

membranes. The global incidence ranges from 0.76 

to 16.1 cases per million, with the highest 

prevalence among the Jewish population [2]. 

Pemphigus includes various subtypes, such as 

pemphigus vulgaris, foliaceus, vegetans, 

erythematosus, IgA pemphigus, and paraneoplastic 

pemphigus, with pemphigus vulgaris (PV) 

accounting for nearly 70% of all cases [3,4]. 

Pemphigus vulgaris is caused by 

autoantibodies against desmoglein-3, disrupting 

epithelial adhesion. Oral lesions often present first, 

making early diagnosis challenging. This case series 

outlines the diagnostic approach and treatment in 

two PV patients. 

Case report 1- A 50-year-old male with no 

significant past medical history visited the 

Department with a three-week history of painful oral 

ulcers followed by the appearance of flaccid bullae 

on the trunk and limbs. The lesions ruptured easily, 

leaving raw, eroded areas. He reported difficulty 

eating due to oral pain but denied fever or systemic 

symptoms. 

On extraoral examination the skin showed 

scattered flaccid bullae and crusted erosions on the 

neck,(Fig. 1-A) chest, back, and upper limbs. No 

facial swelling or lymphadenopathy was noted. The 

skin over the face appeared dry with scattered areas 

of healing bullae and superficial erosions. 

Intraorally, multiple irregular, 

erythematous, and ulcerated lesions were observed 

on the buccal mucosa,(Fig. 1-B) palate, (Fig. 1-C) 

and tongue, with the most severe involvement on the 

buccal mucosa bilaterally. The lesions were tender 

on palpation, with a positive Nikolsky’s sign (Fig. 
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1-E). The patient reported pain and burning 

sensation, particularly while eating and speaking.  

Exfoliative cytological smear (PAP stained) from 

labial mucosa showed numerous large round 

keratinocytes indicating acantholysis. The cells 

exhibited a well-defined cellular outline, abundant 

basophilic cytoplasm, depicting “mourning edge 

appearance” & a large round prominent nucleus 

suggestive of Tzanck cells. (Fig. 1-D).   

 

 
 

The patient was started on oral prednisolone (40 mg) 

for autoimmune control, along with benzydamine 

mouthwash, betamethasone ointment, and 

triamcinolone gel for topical management. 

Pantoprazole (40 mg) was prescribed to prevent 

gastric irritation. 

After 15 days follow-up,the patient showed gradual 

clinical improvement over the following weeks with 

reduction in oral and cutaneous lesions. (Fig. 1-F, G, 

H) Pain and discomfort during eating and speaking 

decreased significantly. Mucosal healing was 

observed with continued use of benzydamine 

mouthwash and Triamcinolone 

Acetonide0.1%w/wCutaneous lesions responded 

well to betamethasone valerate topicalointment. 

Oral prednisolone was continued at a tapering dose 

under close supervision, and tab Pantoprazole 40 mg 

effectively prevented gastrointestinal side effects. 

The patient remained under regular follow-up, with 

no new lesions noted and no major adverse effects 

reported during the treatment period. 

 

Case report 2–A 31-year-old female, reported to the 

Department of Oral Medicine and Radiology with a 

five-day history of redness and burning sensation of 

the gums and general oral discomfort. The patient 

denied any history of systemic illness, allergies, or 

recent medication use. Her past medical and dental 

histories were non-contributory. On extraoral 

examination, no significant findings were noted. 

 

Intraoral examination   showed diffuse erythema of 

the maxillary, mandibular gingiva, and right buccal 

mucosa with a soft tissue tag (Fig. 1-A). Gentle 

pressure caused epithelial sloughing, indicating a 

positive Nikolsky’s sign (Fig. 1-B). Clinical findings 

suggested a provisional diagnosis of pemphigus 

vulgaris. 

An incisional biopsy of the lesion located on the left 

buccal mucosa was performed for histopathological 

evaluation. Photomicrograph (1OX Haematoxylin& 

Eosin stained) (Fig. 1-C) showed intraepithelial 

splitting just above the basal layer, suggestive of 

acantholysis. Basal cells and basement membrane 

appear to be intact, depicting a characteristic 

‘tombstone appearance’. Subepithelial areas show 

perivascular cuffing with intense chronic 

inflammatory cell infiltrate in the form of 

lymphocytes and plasma cells. 
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The patient was initiated on oral prednisolone 40 mg 

once daily, administered in the morning. 

Pantoprazole 40 mg was concurrently prescribed to 

mitigate potential gastric side effects associated with 

corticosteroid use. The patient was advised to return 

for clinical reassessment after five days. 

 

 
Figure. 1 Preintervention: (A)Erythematous areas on gingiva (B) Positive Nikolsky’s Sign (C) 

Photomicrograph demonstrating suprabasilarclefting suggestive of intraepithelial blister formation. Follow 

up:(D)After 5 days (E)After 10 days (F) After 6 weeks showing complete healing of the lesion  

 

At the day 5 follow-up, the patient showed marked 

symptomatic relief with reduced gingival erythema 

(Fig. 1-D), allowing tapering of prednisolone to 

20 mg/day. By day 10, lesional healing was evident 

(Fig. 1-E), and the patient tolerated semisolid foods, 

prompting a further dose reduction to 10 mg/day. At 

day 15, near-complete resolution of erythema was 

observed, and a normal diet was resumed. Steroids 

were gradually tapered and discontinued over the 

next two weeks. 

The total treatment duration was six weeks, 

resulting in complete healing (Fig. 1-F). The patient 

was advised on recurrence, oral hygiene, and 

follow-up. Over 10 months of remote monitoring, 

no recurrence or new symptoms have been reported. 

 

 

II. Discussion 
Pemphigus vulgaris (PV) is the most 

common subtype of pemphigus and is characterized 

by autoantibody-mediated destruction of 

desmosomal adhesion molecules, resulting in 

intraepithelial blister formation and acantholysis 

[9,10]. Oral manifestations frequently represent the 

earliest clinical feature of the disease and may 

precede cutaneous lesions by several months, often 

making diagnosis challenging during the initial 

stages [6]. 

The present case series demonstrates two 

distinct clinical presentations of PV. In the first 

case, painful oral ulcerations preceded the 

development of cutaneous bullae, which is 

consistent with previous reports describing oral 

lesions as the initial manifestation in a substantial 

proportion of patients [6,7]. The second case 

presented primarily as desquamative gingivitis with 

diffuse gingival erythema and positive Nikolsky’s 

sign. Such presentations may mimic other 

mucocutaneous disorders including erosive lichen 

planus and mucous membrane pemphigoid, thereby 

emphasizing the importance of a thorough clinical 

and histopathological evaluation [12]. 

The buccal mucosa, palate, and gingiva 

were predominantly involved in the present cases. 

These sites are commonly affected because they are 

subjected to constant mechanical trauma during 

mastication and speech [7,8]. Persistent oral 

ulcerations can significantly impair nutrition, 

speech, oral hygiene practices, and overall quality of 

life. Therefore, early recognition of oral lesions is 

critical for preventing disease progression and 

associated morbidity. 

A positive Nikolsky’s sign was observed in 

both patients and served as a valuable clinical 

diagnostic clue. This sign reflects epithelial fragility 

secondary to acantholysis and remains an important 

chairside finding in patients with suspected 
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autoimmune vesiculobullous disorders [6,12]. 

Histopathological examination further confirmed the 

diagnosis. The second case demonstrated suprabasal 

cleft formation with preservation of the basal cell 

layer, producing the characteristic “row of 

tombstones” appearance. In addition, the first case 

showed numerous Tzanckcells on exfoliative 

cytology, supporting the diagnosis of PV. These 

findings are considered classic microscopic 

hallmarks of the disease and correlate well with 

previous reports in the literature [8-10]. 

Direct immunofluorescence is considered 

the gold standard investigation for PV and 

demonstrates intercellular deposition of IgG and C3 

in a characteristic fish-net pattern [12,13]. Although 

direct immunofluorescence was not performed in 

the present cases, the diagnosis was strongly 

supported by the combination of clinical findings, 

positive Nikolsky’s sign, cytological evidence of 

acantholysis, and characteristic histopathological 

features. The absence of direct immunofluorescence 

represents a limitation of the present report. 

Systemic corticosteroids remain the 

cornerstone of treatment for PV and have 

dramatically improved disease prognosis and 

survival [12,13]. Both patients in the present series 

demonstrated a favorable response to oral 

prednisolone therapy, with rapid symptomatic 

improvement and progressive healing of oral 

lesions. The first patient showed marked reduction 

in both oral and cutaneous lesions within two weeks, 

while the second patient achieved complete healing 

within six weeks and remained disease-free during 

follow-up. These findings highlight the 

effectiveness of early corticosteroid therapy in 

controlling disease activity and preventing 

complications. 

Recent therapeutic advances have 

introduced biologic agents such as rituximab, which 

target B-cell-mediated autoantibody production and 

have shown promising results in achieving long-

term remission [14,15]. Current international 

guidelines increasingly recommend rituximab as a 

first-line treatment option in moderate-to-severe PV 

because of its steroid-sparing effect and improved 

clinical outcomes [12,13]. Nevertheless, 

conventional corticosteroid therapy remains highly 

effective in localized and newly diagnosed cases, as 

demonstrated in the present series. 

The present report underscores the 

important role of oral physicians in the early 

detection of pemphigus vulgaris. Recognition of 

persistent oral ulcerations, desquamative gingivitis, 

positive Nikolsky’s sign, Tzanck cells, and 

characteristic histopathological findings can 

facilitate prompt diagnosis and treatment. Early 

intervention not only improves clinical outcomes 

but also significantly enhances patient quality of 

life. Although limited by the small sample size and 

absence of direct immunofluorescence testing, this 

case series contributes to the growing evidence 

highlighting oral manifestations as crucial indicators 

of pemphigus vulgaris. 

 

III. Conclusion: 
Pemphigus vulgaris is a rare yet serious 

autoimmune condition that frequently presents with 

initial oral manifestations. Early diagnosis and 

timely initiation of corticosteroid therapy can lead to 

marked clinical improvement and help prevent 

disease-related complications. These cases illustrate 

how early clinical suspicion and immediate 

treatment can significantly impact recovery and 

long-term quality of life in individuals diagnosed 

with pemphigus vulgaris. 
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