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ABSTRACT

to ensure early diagnosis and treatment.

Pemphigus vulgaris is a rare autoimmune mucocutaneous disease with high mortality if untreated. Dental management is complicated due to
involvement of oral mucosa, increased risk of oral disease and difficulty in rendering dental care. A male patient with exacerbated characteristics
was rehabilitated with full mouth restorations following systemic treatment of pemphigus vulgaris. Owing to the nature of the disease and
discomfort in providing adequate oral hygiene measures, dietary intake and masticatory function, it is imperative to rehabilitate the patient with
well-designed prosthesis. Although these diseases are relatively uncommon, clinicians must be sufficiently familiar with clinical manifestations
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INTRODUCTION

Phemphigusis a serious autoimmune disease characterized by
acantholysis and subsequent blistering of the skin and oral
mucosa, mediated by autoantibodies directed against
intercellular antigens desmoglein-3 and desmoglein-1.22 There
are three immunologic forms of pemphigus; pemphigus
foliaceus, pemphigus vulgaris (PV) and paraneoplastic
pemphigus.* PV accounts for 70 of the cases.® The disease is
rare with potentially fatal consequences and has a reported
incidenceof 0.1t0 0.5 casesper 100,000 individualsworldwide
per year.%’ It is seen worldwide with a predilection of
Mediterranean people and Ashkenazi Jews.® It is slightly
predominant in women and primarily manifestsin adultsduring
the fifth and sixth decade of life.”

Ora mucosaismost often theinitial site, and in many cases
the only site, of disease penetration.’ Any site in the mouth
may beinvolved, but the soft palate, buccal, gingival and lower
lip mucosa usually predominate.° The most common clinical
presentation of PV ismultiple, chronic ulcerationswhose color
is red, white or a mixture of both.1° Affected oral tissues are
highly friablewith atendency to bleed and sheer when subjected
to minor trauma.* Gentle lateral pressure applied to an area
adjacent to the affected siteformsablister resultingin apositive
Nikolsky’s sign.*? Gingival involvement may manifest as
desquamative gingivitis.®® Patients affected by these chronic,
painful ulcers often complain of discomfort with eating spiced
or sour foods and performing daily oral functions, including
routine oral hygiene.? The definitive diagnosis of PV cannot
be based solely on clinical examination, as several other oral
vesiculobullous and ulcerative lesions have a similar

appereance such as lichen planus, pemphigoid and erythema
multiforme.**'®> An incisional, perilesional biopsy containing
intact epithelium is required for a definitive diagnosis.'”

Since development of oral lesionsmay precede skinlesions,
it is not common for a patient having this disease to seek care
first from a dentist.’® The article reports a severe case of PV
who was rehabilitated prosthodontically with full-mouth fixed
partial prosthesis.

CASE REPORT

A 59-year-old male patient referred to Baskent University,
Faculty of Dentistry, Department of Prosthodontics with a
complaint of swelling and pain on his left mandibular second
molar tooth along with oral ulcers. Medical and present
complaint histories were taken at the time of the first
consultation, and acompleteintraoral, extraoral and radiologic
examination was performed (Fig. 1). He had no history of any
medical illnesses or alergies and he did not smoke. Extraoral
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Fig. 1: Panoramic radiograph of the patient at initial examination
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examination was negative for visible skin or ocular lesions.
There was no lymphadenopathy. He mentioned that he had
difficulties in consuming sour and spicy food. Intraoral
examination reveal ed that the oral mucosawasdry. The patient
had full-mouth fixed metal-reinforced-porcelain bridgeswhich
had been constructed 3 years ago. After clinical and radiological
evaluation, due to acute infection, the mandibular left second
molar was endodontically treated following removal of the
metal-reinforced crown. Blisters and gingival inflammation
were noticed on gingiva around the existing restorations and
buccal tissue. The Nicolsky sign was positive. All existing
restorations were removed and the patient was referred to the
dermatology clinic for an examination (Fig. 2). Thedermatol ogy
clinic requested for abiopsy, therefore, the patient wasreferred
to the Department of Oral and Maxillofacial Surgery. A full-
thicknesstissuefor biopsy was obtained and sent to pathol ogy.
There was no skin lesions described at the time of biopsy.
Diagnosis of PV was confirmed by histopathological
examination and immunofluorescence analysis.

After administration of a 2 month oral, systemic
corticosteroid therapy (Deltacortil, Pfizer Inc., Istanbul,
Turkey), the symptomatic oral lesions showed considerable
regression. The systemic corticosteroid was prescribed by the
dermatologist, starting with 100 mg/day, then the dose was
constantly decreased up to 20 mg/day and the patient was
released, but continued follow-up.

Meanwhile temporary fixed partial restorations were
constructed with supragingival margins. With theoral PV under
control, oral rehabilitation was initiated and an informed
consent form was signed by the patient related to his
prosthodontic treatment. Closeto the end of the steroid therapy,
all teeth were reprepared with supragingival chamfer margins
wherepossible (Fig. 3). Impressionswere made using additional
silicone impression material (Elite HD+, Zhermack, Italy).
Then, metal-reinforced porcelain fixed-partial restorationswere

Fig. 2: Intraoral views after removal of the existing restorations

Fig. 3: Panoramic radiograph prior to cementation of the newly
constructed restorations

prepared. The new restorations were temporarly cemented
(Temporary cement-zinc oxide noneugenol, RelyX Temp NE,
3M ESPE, Germany) for 1 week asatry-out period. Afterward,
both the restorations and the teeth were cleaned and cemented
permanently using zinc polycarboxylate cement (Adhesor
Carbofine, SpofaDental, CZ).

Oral hygieneinstructions on effective brushing techniques
were demonstrated and utilized for plague control. A nonal cohol-
based mouth rinse (Biothene mouthwash, Laclede, Inc, CA)
and atooth paste with fluoride was recommended for daily use
to promote remineralization and reduce risk of future caries.
Good oral hygiene and diet were important components of the
registered treatment plan. The patient was advised to adhere to
low-salt, low-fat, low-calorie diet. He was also advised to
increase consumption of potassium and protein-rich meals. The
patient was called for control after aweek following insertion
of the restorations, and wasrecalled every 3 months afterward.
The patient has been called for follow-up by both the
dermatologist and the prosthodontist and hasbeen fully satisfied
and stable through the 1 year follow-up period free of new oral
lesions (Fig. 4).

DISCUSSION

Thetypical clinical feature of PV consistsof flaccid, thin-walled
vesicles and bullae that arise usually on otherwise normal skin
or mucosa but occasionally on erythematous skin. Thelesions
in the oral cavity are superficial and rupture easily, leaving
painful, coalesced ulcers with ragged borders that gradually
extend peripherally around teeth. It is difficult for patients to
perform adequate oral home care because of pain and
discomfort.t” Also, thereisan increased susceptibility to caries
and periodontal disease.®

Medical management of PV involvestopical, intralesiona
or systemic use of steroids and other immunosuppressive
agents.*® Sytemic corticosteroids are the first line of therapy
for treatment of PV. When prednisone was introduced for
treatment of PV, doses often were excessive (more than 200
mg/day) and were associated with considerable morbidity.
L ower doses subsequently proved to be very effectiveand were
associated with considerably less morbidity.'° Chronicity and
relapse are common and well-known features of these
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Fig. 4: Intraoral views after 1 year follow-up

conditions.’® With early diagnosis and aggressive treatment,
between 50 and 80% patientswith PV achievecompleteremission.’®

Chronic ulcerations (lasting more than 2 weeks) on any
oral mucosal surface cannot be attributed to some other factor
should prompt the clinician to include PV in the differential
diagnosis. Often tissue fragility becomes overt in areas of
trauma from tooth brushing or from frictional forces caused
by removable prosthesis.! Hence, oral mucosa pain associated
with dental treatment can be reduced by minimizing trauma.®
Long-term success will depend upon the prevention of future
dental disease or complications. The clinician should correct
any potential sources of oral irritation such as rough
restorations, ill-fitting dentures, traumatic oral hygiene
procedures and dysfunctional oral habits. Wearing tissue-borne
prosthesis can be difficult, if not impossible, with PV lesions.

Fixed prosthesis are preferred wherever possible and great
care should be taken to create optimal gingival contours to
prevent inflammation and facilitate hygiene,® aswas performed
in the presented case where fixed metal-reinforced porcelain
restorations were preferred over a removable one in the
mandibular arch.

To the authors' knowledge, there is no literature elicited
related to PV patientsin need of fixed prosthodontic treatment.
The prepared margins on the teeth, thus the margins of the
fixed restorations, could preferably be placed supragingivally
or with level with the gingival margins, so as not to traumatize
the tissue and to gain access for daily oral hygiene procedures
to prevent caries and periodontal breakdown. The design of
the pontics is also important. Modified ridge-lap pontics for
anterior dentition, hygienic or modified hygienic ponticswhere
esthetics is not important and conical pontics where thereisa

knife-edge residual aveolar ridge may be used. To enable
optimal plague control, the gingival surface must have no
depression or hollow. Rather, it should be as convex aspossible
from mesial to distal aspects. The critical point is then, to
provide pressure-free contact between the pontic and the
underlying tissues, thiswill alow for passage of flossover the
entire tissue surface. Highly glazed porcelain is generally
considered the most biocompatible material therefore, for easier
plaque removal and biocompatibility, the tissue surface of the
pontic should be prepared in glazed porcelain.

It is also imperative to care extra attention when making
impressions dueto activevesiculobullouslesions. Thisisoften
overcome with patience, gentle oral manuplation and careful
technique.’® However, it may be necessary to handle these
treatment phases under the suppression of drug therapy, with
consulting the dermatol ogist.

Slow deposition of local anesthetics as well as the use of
pediatric filmsfor intraoral radiography are preferable, asthey
minimize lateral tissue distortion and subsequent precipitation
of oral blisters. Small soft-bristled toothbrushes are especially
useful for these patients. Bland, nonal cohol -based antimicrobial
rinses and flavor-free oral hygiene products are preferable to
protect teeth from caries and to prevent secondary infection or
irritation of tissue erosions and ulcerations.?%?* In addition, a
high-concentration fluoride dentifrice may be advised to these
patients.® Therefore, a nonalcohol-based mouth rinse and a
tooth paste with fluoride was recommended for the patient
presented. Optimal oral hygiene is important because the
gingival involvement may represent an exaggerated response
to bacterial plaque.l’ Maintenance of ahealthy dentitionisalso
essential for ensuring adequate nutrition through efficient
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mastication. Diet counseling should emphasize the control of
dietary cariogenicity while maintaining high-calorie nutrition
required for tissue repair in these patients.?°

Patients with PV should be receiving regular and frequent
dental examinations (every 2 to 3 months) until extended
intervals can bejustified.® Therefore, the presented patient has
been called for follow-up recalls every 3 months.

The most important aspect of PV isits early recognition,
diagnosis and treatment. The dental clinician and healthcare
team play acritical rolein the quality of lifefor these patients.
It is essential to monitor the patient in collaboration with a
dermatologist. Though the dental problems in PV can be
challenging, thoughtful and comprehensive dental treatment
planning and execution will result in favorable outcomes. The
patient in the presented case has tolerated his fixed prosthesis
well and has been using them comfortably since the beginning
of rehabilitation procedures.

ACKNOWLEDGMENT

The authors wish to thank to Professor Tulin Akan from
Hacettepe University, Faculty of Medicine, Department of
Dermatology for her medical treatment of the presented patient.

REFERENCES

1. Ettlin DA. Pemphigus. Dent Clin N Am 2005;49:107-25.

2. Beutner EH, Jordan RE. Demonstration of skin antibodies in
seraof pemphigus patients by direct immunofluorescent staining.
Proc Soc Ext Biol Med 1964;117:505-10.

3. Kiglkoglu R, Babuna G. Pemphigus-Etiology, Pemphigus
Vulgaris, Pemphigus Vegetans, Paraneoplastic Pemphigus:
Clinic and Treatment. Turkiye Klinikleri J Dermatol-Special
Topics 2008;1(4):16-24.

4. AnhatG. Making sense of antigensand antibodiesin pemphigus.
JAm Acad Dermatol 1999;40:763-66.

5. Scully C, PaesDe Almeida O, Porter SR, Gilkes JJ. Pemphigus
vulgaris: The manifestations and long-term management of 55
patients with oral lesions. Br J Dematol 1999;140:84-90.

6.

10.

11.

12.

13.

14.

15.

16.

17.

18.

10.

20.

21.

Eversole LR. Immunopathology of oral mucosal ulcerative,
desquamative and bullous diseases. Oral Surg Oral Med Oral
Pathol 1994;77:555-71.

Camacho-Alonso F, Lopez-Jornet P, Bermejo-Fenoll A.
Pemphigus vulgaris: A presentation of 14 cases and review of
literature. Med Oral Patol Oral Cir Bucal 2005;10:282-88.
Ruocco E, Baroni A, Wolf R, Ruocco V. Life-threatening
bullous dermatoses: Pemphigus vulgaris. Clin Dermatol 2005;
23:223-26.

Fatahzadeh M, Radfar L, Sirois DA. Dental care of patients
with autoimmune vesiculobullous diseases: Case reports and
literature review. Quintessence Int 2006;37:777-87.

Sirois D, Leigh JE, Sollecito TP. Oral pemphigus vulgaris
preceding cutaneous lesions: Recognition and diagnosis. JAm
Dent Assoc 2000;131:1156-60.

Sciubba JJ. Autoimmune aspects of pemphigus vulgaris and
mucosal pemphigoid. Adv Dent Res 1996;10:52-56.
Goodman H. Nikolsky sign. Arch Dermatol Syphilol 1953;68:
334-35.

Mariotti A. Desquamative gingivitis: Revisited. Todays FDA
1991;3:1C-2C.

Stern L. Thediagnosisof pemphigusby itsora signs. Oral Surg
1949;2:1443-53.

Robinson JC, Lozada-Nur F, Frieden |. Oral pemphigusvulgaris:
A review of literature and areport on the management 12 cases.
Oral Surg Oral Med Oral Pathol Oral Radiol Endod 1997;84:
349-55.

Tolentino AT. Prosthetic management of patients with
pemphigus vulgaris. J Prosthet Dent 1977;38:254-60.
Weinberg MA, Inder MS, Campen RB. Mucocutaneousfeatures
of autoimmune blistering diseases. Oral Surg Oral Med Oral
Pathol Ora Radiol Endod 1997;84:517-34.

Lorenzana ER, Rees TD, Hallmon WW. Esthetic management
of multiple recession defects in a patient with cicatricial
pemphigoid. J Periodontol 2001;72:230-37.

Wright JT. Comprehensive dental care and general anesthetic
management of hereditary epidermolysisbullosa. Oral Surg Oral
Med Oral Pathol Oral Radiol Endod 1990;70:573-78.
SilvaLC, Cruz RA, Abou-Id LR, Brini LN, MoreiraLS. Clinica
evaluation of patients with epidermolysis bullosa: Review of
theliterature and case reports. Spec Care Dentist 2004;24:22-27.
Harel-Raviv M, Bernier S, Gornitsky M. Oral epidermolysis
bullosain adults. Spec Care Dentist 1995;15:145-48.

International Journal of Prosthodontics and Restorative Dentistry, July-September 2011;1(2):128-131

131



