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Esophageal Nikolsky’s Sign
in Pemphigus Vulgaris

Nikolsky's sign, the easy separation of the
outer layers of the skin caused by rubbing
(1), is a valuable diagnostic finding in
cutaneous pemphigus vulgaris. It can be
elicited by applying friction to the skin
with either the fingertips or a cotton swab,
which leads to the production of a large
and unusual bullous lesion (1). Although
the involvement of the esophagus in pem-
phigus vulgaris has been reported sporadi-
cally (2-5), esophageal Nikolsky’s sign
has not previously been reported. We
describe here the case of a patient with
pemphigus vulgaris with esophageal in-
volvement, in whom a characteristic
Nikolsky’s sign appeared in the esophageal
mucosa.

A 61-year-old man with pemphigus vul-
garis affecting both the skin and the oral
mucosa, who was attending the Dermatol-
ogy Outpatient Clinic, was referred with an
eight-month history of dysphagia for solid
food and loss of weight. Upper gastroin-
testinal endoscopy showed a normal esoph-
agus, with no abnormalities with regard to
esophageal shape or volume. The esoph-
ageal mucosa also appeared to be normal
(Figure 1). However, applying friction to
the surface of the esophageal mucosa with
a closed biopsy forceps caused the mucosa
to detach easily from its inner layers,
producing a large, flaccid bullous lesion,
which lefi an exposed surface when re-
moved (Figure 2). Histopathological exam-
ination of an esophageal mucosa biopsy
specimen showed characteristic intra-
epithelial suprabasilar vesicles, associated
with acantholysis. The patient was subse-
quently treated with a combination of
steroids and azathioprine, with complete
resolution of the symptoms.

Pemphigus vulgaris is an autoimmune
disease of unknown cause that may affect
the skin and mucosal surfaces (2). How-
ever, the involvement of the esophageal
mucosa seems to be quite rare (3,4). In a
careful review by Goldeberg and Weiss of
11 cases reported in the world literature, it
was emphasized that Nikolsky's sign in the
esophagus was not reported in any of the
cases (5). In the present report, esophageal
Nikolsky’s sign was easily reproduced, and
led to a large esophageal erosion. It is
likely that in common circumstances, the
passage of solid food in close contact with
esophageal mucosa affected by pemphigus
vulgaris may cause mucosal detachment,
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Figure 1: Normal appearance of the esopha-
geal mucosa in a patient with pemphigus vul-
garis, just before Nikolsky's sign was elicited.

Figure 2: Appearance of the esophageal mu-
cosa after eliciting Nikolsky's sign. Note the
detachment of a large area of mucosa, and the
bullous lesion (arrow).

thus producing symptoms of dysphagia or
odynophagia, or both.

In conclusion, we recommend that an
attempt to reproduce Nikolsky’s sign in the

esophagus should be made in any patient
with pemphigus vulgaris and dysphagia or
odynophagia, as this may confirm the
diagnosis of esophageal involvement.

L. K. Coelho', L. E. A. Troncon’,

A. M. E Roselino’, M. S. Campos-,

J L. P Modena*

! Dept. of Clinical Medicine

* Dept. of Pathology

* Dept. of Surgery
Faculty of Medicine of Ribeirdo Preto,
University of So Paulo, Ribeirdo Preto,
Brazil

References

1. Fitzpatrick TB, Arndt KA, Clark WH,
et al. Dermatology in general medicine.
New York: McGraw-Hill, 1971: 589—
662.

2. Raque CJ, Stein KM , Samitz MH.
Pemphigus vulgaris involving the
esophagus. Arch Dermatol 1970; 102:
371-3.

3. Wood DR, Patterson JB, Orlando C.
Pemphigus vulgaris of the esophagus.
Ann Intern Med 1982; 96: 189-91.

4. Goldin E, Lijovetzky G. Esophageal

involvement by pemphigus vulgaris.
Am J Gastroenterol 1985; 80: 828 -30.
. Goldeberg NS, Weiss S. Pemphigus
vulgaris of the esophagus in women. ]
Am Acad Dermatol 1989; 21: 1115-8.

wh

Corresponding Author

L. K. Coelho, M.D.

A/C L.E.A. Troncon

Dept. of Clinical Medicine

Ribeirdo Preto Medical School
Hospital das Clinical - Campus da USP
14048-900, Ribeirdo Preto, Sdo Paulo
Brazil

Fax: +55-16-633-6695

This document was downloaded for personal use only. Unauthorized distribution is strictly prohibited.



