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Abstract

Pemphigus is an uncommon condition of mucosal and dermatological manifestations. Isolated laryngeal
pemphigus without skin lesions is extremely rare. Supraglottic lesions are common in laryngeal pemphigus.
Laryngeal manifestations may vary from simple hoarseness, throat pain, dysphagia to severe edema causing
airway obstruction. This may necessitate tracheostomy. Laryngeal pemphigus with stridor is an extremely
rare presentation. A 57-year-old gentleman, presented to emergency room with stridor. To secure the air
way an emergency tracheostomy was done, followed by direct laryngoscopy and biopsy under anesthesia. A
suspicion of laryngeal malignancy was made clinically. But to our surprise histopathology revealed pemphigus.
Dermatologist opinion was taken and the patient was treated accordingly. He had very good response and was

decannulated. Patient was followed regularly.
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Introduction

Pemphigus vulgaris is an uncommon chronic
disease [1]. It represents a group of autoimmune
diseases of unknown etiology. It is characterized
by the development of IgG antibodies against the
desmogleins present in keratinocytes. This causes
acantholysis [2]. Two clinical subtypes have been
reported, mucosal form and mucocutaneous form.
The mean age of presentation is 40-50 years.
Accordingto Espanaetal.femalesare more commonly
involved than males [3]. Wohl and Brenner, in their
study found a correlation between pemphigus and
ultraviolet radiation and pesticides [4].

The oral mucosa is the most common location of
pemphigus lesions. Erosions may extend to the
pharynx, larynx, esophagus, and respiratory system
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[6]. Pemphigus with primary laryngeal involvement
is extremely rare [5]. The frequency with which
it occurs is unknown. The diagnosis of laryngeal
pemphigus is based on proper clinical examination,
endoscopic laryngeal evaluation, biopsy, immuno-
histochemistry and immunofluorescence.

In the present paper, we are describing a rare case
of pemphigus vulgaris with primary laryngeal
involvement. Patient presented with stridor to
emergency department. Patient doesn’t have any
other mucosal or cutaneous lesions.

Case report

A 57-year-old male diabetic patient presented with
difficulty in breathing and change of voice. He was
a smoKker and alcoholic. He also had throat pain,
dysphagia and fever. As the patient was in stridor,
emergency tracheostomy was done, Followed
by direct laryngoscopy and biopsy. Patient was
given initial supportive measures like rehydration,
stabilising the vitals in the ER. Direct laryngoscopy
showed smooth mucosa covered growth in right
pyriform sinus, with pooling of saliva. Right vocal
cord was fixed (Figure 1).

[

Figure 1a,b: Laryngoscopy findings; pooling of saliva,
growth in pyriform sinus, fixed vocal cord.

Biopsy was taken from the growth and sent for
histopathological examination. CT scan of the neck
was done (Figure 2) in axial, coronal and sagittal
planes, showed large heterogeneously enhancing
mass lesion in right pyriform fossa measuring
2.5x3.5x4 (5cms). Better delineation of the mass
was seen in these films shown.

Figure 2: CT- mass in pyriform fossa.

Doppler study of showed the mass lesion close to
right carotid artery. Patient was anemic, erythrocyte
sedimentation rate (ESR) was high (75mm/hr).
Monteux test was positive. Diagnostic possibilities
of laryngeal malignancy, Koch’s were thought of. But
to our surprise the histopathological examination
was reported as acantholytic lesions suggestive of
pemphigus (Figure 3).

The diagnosis was confirmed with immuno-
fluorescence study. Even though the patient doesn’t
have any cutaneous lesions, but on the advice of
dermatologist biopsy from buccal mucosa was
taken. It was reported as acanthosis and acantholysis

D 2 Journal of Medical and Scientific Research



suggestive of pemphigus. Patient was counselled and
put on high dose of oral steroids and was followed
up regularly. Laryngoscopies were done periodically,
showed gradual decrease in the size of lesion. patient
became hemodynamically stable. Tracheostomy was
decannulated successfully (Figure 4).

Figure 3a,b: Intra epithelial bulla with acantholysis. Basal
lamella is preserved.

Discussion

Pemphigus vulgaris is an autoimmune bullous
disease  characterised by development of
intraepithelial blisters on skin or mucosa. This
is secondary to IgG antibody against desmoglein
present in keratinocytes. It may associate with other
autoimmune disorders like Hashimoto’s, Sjogren’s,
lupus etc.

Laryngeal pemphigus is a very rare disease with an
estimated incidence of 0.7 patients per 1,00,000.
The mean age of presentation is 40-50 years. Two
clinical subtypes have been defined, mucosal and
mucocutaneous form. Various types of pemphigus
diseases include -P. vulgaris, P. Foliaceous, P.vegetans,
P, erythematosus and P. herpetiformis.
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Figure 4: Tracheostomy decannulated.

Generally, the mucosal lesions precede the skin
lesions. It is uncommon for the diagnosis to be made
based on biopsy of oral mucosa.

There is currently no uniform classification
of laryngeal pemphigus with regard to lesion
characteristics and locations within supraglottis and
glottis. Mohamoud et al. proposed a classification of
grading of laryngeal lesions according to the site of
involvement (Table 1) [7].

Table 1: Classification of grading of laryngeal lesions.

Grade Site of involvement
1 Epiglottis
2 Supraglottis
3 Pyriform sinus
4 Ventricular folds or vocal folds

The supraglottic region is the most commonly
involved, followed by glottis. Laryngeal involvement
in pemphigus varies from hoarseness of voice to
serious oedema leading to airway obstruction
and emergency tracheostomy as happened in our
case. However, the common findings are oedema,
ulceration, bullae, membranes, and stenosis.

Endoscopic examination is important in patients
both with and without laryngeal symptoms, in order
to enable examination of a greater area of mucosa



and to guide therapy. In the differential diagnosis
of pemphigus, the two important clinical signs are
Nikolsky sign and Asboe -Hansen sign.

Microbial infections of the skin lesions specially with
S. aureus is a serious complication of pemphigus,
and may cause septicaemia and death. The presence
of lesions in the larynx requires the use of more
aggressive therapy because of the risk of acute
respiratory failure.

Corticosteroids especially high doses are the
treatment of choice in pemphigus. They have reduced
the morbidity and mortality. Corticosteroids in
combination with immunosuppressive agents such
as azathioprim, cyclophosphamide, ciclosporins
are recommended for more serious
Plasmapheresis, dapsone, tetracyclines, niacinamide
have also been used in the management. Refractory
cases can be treated with IV administration of
immunoglobulins, extracorporeal photopheresis.
Prophylactic administration of antibiotics is
important against staph infections.

cases.

Conclusion

Primary pemphigus involving larynx though rare
must be considered in the differential diagnosis
of obscure laryngeal lesions. Laryngeal findings
must be considered at the beginning of diagnosis
of pemphigus vulgaris. Patients with pemphigus
need endoscopic laryngeal examination whether
they have laryngeal symptoms or not. This is
because laryngeal involvement warrants aggressive
treatment to prevent life threatening complications.
ENT surgeons should be aware of the pemphigus
as primary laryngeal manifestation in order to
investigate and manage patients accordingly.
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