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Abstract

The authors present a rare case of pemphigus vulgaris in a 17-year-old Sicilian male patient manifesting as desqua-
mative gingivitis. Clinical examination revealed erythematous gingival with ulcerated areas and evidence of bul-
lae ruptures. White plaquelike lesions were also observed. Nikolsky sign was positive. There were no other mucos-
al or skin lesions. Gingival biopsy showed histopatological and immunological patterns typical of pemphigus vul-
garis. The patient was treated with topical immunosuppressive therapy and the follow-up showed maintenance of
oral health. This report underlines the essential role of the periodontist in the early diagnosis of a serious disease
(Dent. Med. Probl. 2005, 42, 2, 367-369).
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Streszczenie

Autorzy opisujg rzadki przypadek pecherzycy zwyklej u 17-letniego Sycylijczyka w postaci ztuszczajgcego zapale-
nia dzigset. Badanie kliniczne ujawnilo zaczerwienienie dzigsta z nadzerkami oraz peknigtymi pecherzami.
Stwierdzono takze biate wykwity tarczkopodobne. Objaw Nikolskiego byt dodatni. Nie wystepowaly inne zmiany
na btonie sluzowej oraz zmiany skérne. Badanie histopatologiczne i immunologiczne dzigsta wykazywato typowe
zmiany dla pecherzycy zwyktej. Pacjent byl leczony miejscowo lekami immunosupresyjnymi i w obserwacji po
badaniu nie stwierdzono nawrotéw zmian w jamie ustnej. Opis przypadku wskazuje na istotng rol¢ periodontolo-
ga we wczesnej diagnostyce powaznie przebiegajacej dermatozy (Dent. Med. Probl. 2005, 42, 2, 367-369).

Stowa Kkluczowe: ztuszczajace zapalenie dzigsel, pecherzyca zwykta w jamie ustne;j.

A 17-year-old Sicilian man was referred by his
reliable dentist to Oral Medicine section,
Department of Odontostomatological Science of
Palermo for a definite diagnosis. He observed
spontaneous bleeding from the gingival and painful
desquamation. The patient had no notable medical,
cutaneous, genital, or ocular problems. Extra-oral
examination revealed no abnormalities. Oral exam-
ination revealed only gingival lesions with erythe-
ma and erosions of the attached and marginal gin-
giva (Fig. 1). Nikolsky’s sign was positive (Fig. 2);
associate symptoms were severe pain on contact
with food and bleeding. This clinical picture sug-
gested a vesciculobullous disorder (Fig. 3). Erosive

lesions were biopsed from the periphery of the
lesion to ensure some attached epithelium for ideal
histology and immunofluorescent analysis.

The result showed intense acantholysis in the
lower stratum spinosum, with the basal cells of the
epithelium stayng adherent to the basement mem-
brane, suggesting a diagnosis of pemphigus vul-
garis (PV) (Fig. 4). Direct immunofluorescence
showed IgG, IgM and C3 deposits in the stratum
spinosum, thus confirming the diagnosis of PV.

The patient was treated with topical
cyclosporine applications, 5 ml of oral suspension
(500 mg), shared two times a day; cyclosporine
had to be kept in the oral cavity for 15 minutes and
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no food nor drinks were allowed for 30 minutes
before and after the oral wash. The topical therapy
resulted in a complete resolution in 3 months. No
side effects have been reported and the monitoring
of full blood count, of renal and hepatic function
and of blood pressure has not shown any variation
from the baseline.

Discussion

Chronic desquamative gingivitis (DG) 1is
a common condition, which is mostly first recog-
nized by periodontist. DG is a clinical manifesta-
tion of several different disease processes:
Nisengard et al. showed that 48.9% of the cases of
DG were due to cicatricial pemphigoid, 23.6% to
lichen planus, and only 2.3% to pemphigus.
Similar appearance may be seen in reaction to
medications, dental materials, candidosis, lupus
erythematosus, Chron’s disease, sarcoidosis, leu-
kaemias, chewing gum and mouthwashes [1].

Fig. 1. PV with the aspect of gingivitis: gingival
lesions with erythema

Ryc. 1. Zmiany dzigstowe w przebiegu pecherzycy
zwyklej: zmiany nadzerkowe z rumieniem

Fig. 2. Epithelial detachment with positivity of the
Nikolsky sign

Ryc. 2. Ztuszczanie si¢ nabtonka dzigstowego z dodat-
nim objawem Nikolskiego

Since DG is a common clinical presentation of
a variety of diseases, definitive diagnosis and
treatment are problematic. Therefore, a proper
diagnosis of the underlying pathologic entity must
be established in order to provide the appropriate
therapy. DG is usually a manifestation of lichen
planus or mucous membrane pemphigoid and may
be the only or initial clinical presentation of these
disorders. A variety of less common mucocuta-
neous diseases can also cause DG [2].

Pemphigus is the most serious cause, as it is
potentially lethal. Pemphigus is a chronic bullous
disease that involves the skin and mucous mem-
branes. Although there are several forms of pem-
phigus, the most important one affecting mucous
membranes is PV.

PV is characteristically seen in older patients
and shows a predilection for the Jewish race and
Mediterranean origin [3]. PV is an autoimmune
disorder in which there is damage to desmosomas
by antibodies directed against cadherin-type
epithelial cell adhesion molecules, particularly
Dsg3 [4].

Most PV cases develop intraoral lesions at the
early stage, showing skin lesions later on. Oral
lesions are common, the bullae quickly become
erosive and are covered with necrotic material.

Fig. 3. Blisters show ruptures to leave flaps of peeling
tissue with red erosions

Ryec. 3. Rozerwany pecherz prowadzi do powstania
czerwonej nadzerki

Fig. 4. Histological aspect: the
epithelial blister

Ryc. 4. Zmiany histologiczne
typowe dla pecherzycy
zwyklej i pecherz nablonkowy
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The gingival is frequently involved and in some
cases manifests as DG. Erosions heal slowly but
scarring is rare. Gingival lesions usually include
severe desquamative or erosive gingivitis, in
which blisters show ruptures to leave flaps of peel-
ing tissue with red erosions or deep ulcerative
craters mainly on the attached gingivae.
Nikolsky’s sign is not specific for PV [2]. The
symptomatology is often aggravated by the pres-
ence of dental plaque, so that efficient treatment is
not possible unless the concurrent periodontal dis-
ease is also addressed.

Biopsy examination and immunological exa-
mination are essential to the diagnosis. Immuno-
fluorescence has increasingly been used as
regards routinary histology to reach a DG more
accurately diagnosis [4]. Direct immunofluores-
cence shows predominantly IgG, and sometimes
C3c, IgA, IgM deposits in the intercellular space
in either the lesional epithelium and clinically
heal epithelium adjacent to the lesions. Assay of
serum antibody titers by indirect immunofluores-
cence may also help to guided prognostication
and therapy [4].
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treated PV as a periodontal effect of a normal dis-
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making an early diagnosis of similar cases.
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