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Endoscopic nikolsky sign
Background: Bullous pemphigoid (BP) is a chronic autoimmune bullous disease M) Check for updates
that predominantly affects elderly individuals with multiple comorbidities. Oesophageal
involvement is uncommon, accounting for approximately 4% of cases. Oesophageal
BP typically presents as chest pain, dysphagia, odynophagia or can remain entirely
asymptomatic.
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Case presentation: We report a 72-year-old female with a history of heart failure, atrial
fibrillation on apixaban, and recently diagnosed BP on prednisone. She presented with acute
hematemesis while sleeping and recurrent overnight blood-tinged expectoration. She had
consumed hard nuts the previous night. She denied prior gastrointestinal bleeding or other
risk factors.

Physical examination of the mouth revealed healing cutaneous BP lesions and dark
red macules on the hard palate. Urgent esophagogastroduodenoscopy (EGD) revealed
fragile, bullous oesophageal lesions. A tissue biopsy attempt was aborted due to immediate,
excessive bleeding. Routine gastric biopsies revealed mild gastritis without malignancy or
helicobacter pylori. No alternative bleeding sources were identified.

Throughout admission, the patient had no further haemorrhage or melena. Haemoglobin
gradually stabilised at 11 g/dL without requiring transfusions. The hematemesis was attributed
to mucosal injury of oesophageal BP lesions precipitated by mechanical trauma from hard
food. Apixaban was safely resumed, and she was discharged on a high-dose proton pump
inhibitor, a soft food diet, and her home maintenance BP therapy.

Conclusion: This case highlights the importance of suspecting mucosal BP in patients
with upper gastrointestinal bleeding. Recognising this involvement allows for a modified
procedural approach, ensuring cautious manipulation to mitigate the risk of severe,
procedure-induced mucosal trauma or haemorrhage.

history of gastrointestinal bleeding and no known risk factors

for upper GI bleed (UGIB) such as cirrhosis, GERD, or NSAID
72-year-old female with a history of heart failure with  use.

reduced ejection fraction (on Bumex), atrial fibrillation (on

apixaban), and bullous pemphigoid diagnosed six weeks

prior and managed with prednisone and Dupilumab under

Introduction

Case presentation

On arrival, she was hypertensive and tachycardic. Initial

dermatologic follow-up. The evening before presentation, she
consumed pistachios and subsequently developed an episode
of hematemesis during sleep while using her CPAP machine.
She then experienced recurrent hematemesis and blood-
tinged expectoration over the following five hours before
presenting to the emergency department. She had no prior
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haemoglobin was 13.7 g/dL. Physical examination was notable
for diffuse pink to hyperpigmented patches on the trunk
and extremities consistent with healing bullous pemphigoid
lesions, without active tense bullae. Plantar skin sloughing
and one to two pinpoint dark red macules on the hard palate
of the mouth were also present.
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Given concern for UGIB, upper endoscopy was performed,
which revealed a bullous lesion within the oesophagus with
marked mucosal fragility (Figure 1A). A single oesophageal
lesion biopsy was attempted, which resulted in excessive
bleeding and was treated with hemostatic powder (Figure 1B).
Routine gastric biopsies revealed mild chronic inactive and
chemical gastritis, but were negative for Helicobacter pylori,
intestinal metaplasia, or dysplasia. No alternative source of
UGIB was identified.

The patient had no further episodes of bleeding or melena,
and Apixaban was resumed as she remained hemodynamically
stable. Haemoglobin gradually decreased to approximately
11 g/dL without requiring transfusion. Given the absence
of recurrent bleeding, no further interventions were made.
Given the EGD findings and lack of alternative etiologies, the
patient’s hematemesis was attributed to mucosal injury of
oesophageal bullous pemphigoid lesions, possibly precipitated
by mechanical trauma due to hard food consumption. She
was discharged on pantoprazole 40 mg twice daily for eight
weeks, was advised to follow a soft diet for two months, and
to continue her therapy for BP.

Discussion

Bullous pemphigoid (BP) is an autoimmune blistering
dermatological disorder that infrequently involves the
oesophagus. It classically presents as tense pruritic blisters

V

Figure 1A: Upper endoscopy findings demonstrating oesophageal bullous
pemphigoid.

Figure 1B: Endoscopic view of the oesophagus demonstrating acute,
biopsy-induced bleeding managed with immediate application of
hemostatic powder.
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on the trunk and extremities. These lesions mainly affect
the axillary folds, lower abdomen, inguinal areas, and inner
parts of the thighs [9]. Etiologies vary and can be medication-
induced, as seen in our patient, whose diuretic regimen
was switched from Lasix to Bumex upon diagnosis. Oral
involvement is often limited and found in 10-35% of cases
[2]. Oesophageal involvement typically affects patients in
the 7 - 8™ decade of life and may present asymptomatic, or
with dysphagia, odynophagia, or significant GI bleeding [11].
However, recognition of oesophageal BP is important as it
may present with significant upper gastrointestinal bleeding
and other potentially life-threatening complications.

In 1978, the first case of extensive oesophageal bullae
causing upper GI haemorrhage was reported [3]. Since then,
only a limited number of cases of oesophageal BP have been
described [2-4,6-8,10,11] with varied presentations. Although
the 1-, 2-, and 5-year mortality rates for bullous pemphigoid
are high at 23%, 37%, and 50%, respectively, controlled data
demonstrate no significant difference in expected survival
compared to age-matched populations [12]. There is limited
data on oesophageal BP mortality. The most severe case of
oesophageal BP presented as a large bleeding oesophageal
hematoma and active bleeding of the oesophagus that resulted
in patient mortality [2].

A history or suspicion of BP should influence endoscopic
technique and procedural planning [4]. A notable finding
described in prior reports is the “endoscopic Nikolsky
sign,” in which mucosal sloughing occurs with mechanical
manipulation during endoscopy. In contrast to the true
Nikolsky sign of pemphigus vulgaris, BP results from
subepidermal separation at the dermal-epidermal junction.
Our case is more analogous to a false Nikolsky sign, in
which traction on the edge of an existing blister extends the
area of detachment. Importantly, these areas of separation
are typically localised, do not demonstrate progressive
spontaneous extension, and generally heal well because
the epidermis remains largely intact [13]. While procedural
guidelines for oesophageal BP are limited, precautions should
be taken to minimise mechanical shear and barotrauma. The
smallest calibre scope possible should be selected to reduce
axial friction, while minimising rotational torquing and
avoiding unnecessary suction. Furthermore, utilising gentle
insufflation helps prevent rapid overdistension, sloughing,
or haemorrhage. Finally, tissue sampling should be limited
unless strictly necessary to preserve mucosal integrity [5].

Conclusion

Our case is notable because clinically significant
oesophageal involvement occurred despite relatively limited
external evidence of active disease. Despite the seemingly
quiescent appearance of her BP, endoscopy revealed marked
oesophageal mucosal fragility with haemorrhagic bullae and
bleeding upon minimal manipulation. A history of h ard-
textured food consumption before onset of symptoms raises
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the possibility of mechanical traumato underlying oesophageal
lesion. This case underscores the importance of maintaining a
high index of suspicion for mucosal involvement in patients
with BP who develop upper gastrointestinal symptoms or
bleeding, as this may ultimately impact the methods and
techniques used when performing upper endoscopy.

Informed consent was obtained directly from the patient

for publication and educational purposes.
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