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Abstract

Wegener granulomatosis (WG) is a systemic, autoimmune disease 
histologically characterized by granulomatous vasculitis that affects 
the upper and lower aerodigestive tracts and glomerulonephritis. The 
purpose of this study was to restore the esthetic aspect of a saddle 
nose modified by WG. The clinical case is on a prosthetic rehabilita-
tion in a 53-year-old woman with a severe nose deformity resulting 
from WG. The sculpture was made in accordance with the requests 
expressed by the patient and within the limits of the working area. A 
medical silicone, Silastic MDX-4-4210, was used to make the pros-
thesis in order to ensure adequate fitting and esthetic appearance. The 
rehabilitation provided by the maxillofacial prosthesis raised the pa-
tient’s self-esteem and caused an improvement in life quality leading 
to the social reintegration. Dentists must be aware of oral signs such 
as strawberry gingivitis, which may arise early and is a pathogno-
monic sign of the disease. Maxillofacial prosthesis may be the only 
esthetic solution in cases of saddle nose due to in cases of WG.
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Introduction

Wegener granulomatosis (WG) was first described by Frie-
drich Wegener in 1936 [1]. The disease, currently known as 
granulomatosis with polyangiitis (GPA) [2, 3], is a compara-
tively rare systemic autoimmune disorder of unknown etiology 
[4]. When characterized by the triad of granulomatous inflam-
mation, necrosis and vasculitis (inflammation of small and 
medium arteries and veins) that affects the upper and lower 
airways and kidneys, it is known as generalized [2] and when 

it only affects the lungs, it is the limited form of the disease [5]. 
The most common signs and symptoms are fatigue, loss of ap-
petite, weight loss, short breath, fever, bloody sputum through 
the upper airways, joint pain, sinusitis, skin nodules and ulcers, 
eyes and middle ear inflammation, as well as neuropathy [5]. 
The nonspecific manifestations may cause the diagnosis of this 
disease to be hard and particularly complex, thereby delaying 
the appropriate treatment determination [6]. As a consequence, 
sequel arises due to tissue degeneration of the affected area.

The prevalence of this disease varies from 3/100,000 to 
16/100,000 individuals, depending on the location [2]. The 
syndrome affects men and women regardless of gender, most 
often observed in individuals between the second and fourth 
decades [1, 4], as well as the sixth and seventh decades of life 
[2]. Nevertheless, it can begin at any age [1, 2, 4, 5].

Systemic manifestations reveal the severity of this pathol-
ogy; pulmonary involvement may range from asymptomatic 
nodules to pulmonary infiltrates and fulminant alveolar hem-
orrhage. Segmental necrotizing glomerulonephritis and prolif-
erative glomerulonephritis are the most common renal mani-
festations [2]. GPA can also affect many other organs resulting 
in changes in joint, skin (ulcers and subcutaneous nodules) or 
neurological (mononeuritis multiplex, peripheral neuropathy 
and meningitis).

Some studies report that GPA is often associated with other 
clinical disorders in the head and neck (88%) [2] and they are 
often the first manifestations of the disease (28%) [2, 4]. Other 
studies have reported a percentage between 63% and 72% [7, 
8]. These manifestations may occur in a located area without 
expression in other organs. These sinus and ear changes are the 
most frequent. Strawberry gingivitis [1, 6, 9] in the oral cavity 
may arise as a rare sign, yet known as a pathognomonic sign of 
the disease. Gingival hyperplasia, described as erythematous 
gingivitis, presents widespread pain and easily bleeds when 
touched.

Clinical abnormalities in the head and neck, associated 
with GPA, are usually the first manifestations of the disease, 
being the sinus and otological abnormalities the most fre-
quent ones. Symptoms range from dry nose, purulent nasal 
discharge, pain, nasal obstruction and olfactory disorders. 
Nonetheless, from the clinical aspect, there may be crusting 
of secretions and septal perforation. In severe cases, there are 
nasal deformities caused by necrosis of the septum, giving rise 
to the saddle nose. Treatment with corticosteroids and cyclo-
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phosphamide leads to 90% remission of the disease within a 
year. However, if untreated, it leads to death within less than 2 
years [1, 2, 4, 10].

Routine laboratory tests are not specific for GPA. There-
fore, diagnosis is obtained associating clinical, radiological 
(multiple pulmonary nodules and sinus), histopathological 
(granulomatous necrotizing vasculitis and inflammation with 
the presence of multinucleated giant cells), blood test (neutro-
phil cytoplasmic antibody (cANCA) positive [5] and inflam-
matory markers [9]), urinalysis to detect protein and red blood 
cell [5].

The cANCA is an antibody marker directed to the protein-
ase 3 (PR3) [9, 10], which exists in azurophilic granules of the 
neutrophils. Its determination can help the disease diagnosis; 
however, the positive result is not conclusive and the negative 
result does not suffice for the exclusion thereof [10]. There 
are two diagnosis methods: indirect immunofluorescence and 
enzyme-linked immunosorbent assay (ELISA). Indirect im-
munofluorescence has specificity of 90% and the ELISA test 
has approximately a higher specificity of 98% [2, 9]. Although 
the ELISA test enables a better interpretation, the best choice 
is to combine both tests.

Some authors indicate the following medications for the 
disease remission: azathioprine (2 mg/kg/day) as safer and 
as effective as cyclophosphamide, methotrexate (20/25 mg/
week), when serum creatinine is less than 1.5 mg/dL, or leflu-
nomide (20/30 mg/day) as efficient as methotrexate, but asso-
ciated with a wider range of adverse effects [2, 9].

Case Report

A 53-year-old white woman was admitted to the Maxillofa-
cial Prosthodontics Clinic, Dentistry School, University of Sao 
Paulo, due to severe nasal deformity (saddle nose), with WG 
diagnosis (Fig. 1). The patient reported that the first symptom 
of the disease was observed in the beginning of the third dec-
ade of her life with pain and ringing in the ears, which were 
diagnosed as otomastoiditis and treated surgically. In the same 
year, two new surgeries were performed, the first one to re-
move a lump in the left trigeminal nerve, resulting in a con-
dition of trismus, which did not respond to physiotherapy. A 
second surgery was carried out to improve mouth opening. By 
2000, she started presenting frequent epistaxis with diagnoses 
of chronic destructive lesion of the median line or WG. The re-
sults of histopathological tests indicated no signs of vasculitis, 
reason why it was hard to reach a diagnosis. Thus, she had 76 
sessions of radiotherapy with adjuvant chemotherapy for the 

Figure 1. Saddle nose presented by the patient. 

Figure 2. Wax sculpture developed on previously hydrated model. 

Figure 3. Prosthesis fixed on the face with prosthetic adhesive. 

Figure 4. Eyeglasses frame for better concealing the edges of the 
prosthesis. 
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treatment of the destructive lesion of the median line and the 
results thereof were satisfactory.

However, in 2006, she underwent reconstructive graft 
surgery and had infection in both region, the donor and the 
receptor area. The biopsies showed signs of vasculitis, finally 
establishing precise diagnostic of WG. Currently, she is taking 
prednisone 10 mg/day, 50 mg azathioprine, twice a day, and 
three varied types of antibiotic with alternated use.

Prosthetic rehabilitation

The patient sat in a dental chair with a 60° inclination and no 
rotation of the head. The moulage impression of the nasal re-
gion followed the demarcation: the upper limit was 3 cm above 
the glabella, the lower limit was an imaginary horizontal line 
that ran above the upper lip, and the lateral limit was a verti-
cal line anterior to the tragus. The impression used irrevers-
ible hydrocolloid (Jeltrate type II, Dentisply) and the moulage 
impression was cast in dental stone (Asfer type III, Asfer Ind. 
Quimica). Therefore, the model obtained allowed working with 
all the necessary parameters to orient the prosthesis’ sculpture.

The sculpture developed on previously hydrated model, 
using pink wax (Epoxiglass Ind. e Com. de Produtos Quimi-
cos) (Fig. 2) was tested on the face of the patient to a better 
assessment and guiding of the future prosthesis, in order to 
reach a consensus between the professional and the patient. 
The wax model was placed in a no. 6 flask, and silicone MDX 
4-4210 (Dow Corning Corporation) was intrinsically charac-
terized with mineral pigments. Various colors were prepared 
and a small amount of Thixotropic Agent (Factor II) was added 
so as to enhance the viscosity of the material and reduce its 
displacement upon pressing.

After polymerization, the prosthesis received the appro-

priated finishing processes and extrinsic characterization with 
Extrinsic Coloration System (Factor II) (Fig. 3). It was indi-
cated a fixation with the adhesive Prosthetic Adhesive #1 (Kry-
olan Cosmetics) and the use of an eyeglasses frame for better 
concealing the edges of the prosthesis (Fig. 4).

Discussion

Aiming at improving the quality of life of patients bearing fa-
cial deformities and promoting social rehabilitation, the facial 
prosthesis improves esthetics and gives comfort to patients. In 
the present case, despite the remission of the disease, the pres-
ence of nasal deformity as a consequence of the disease itself 
hampers the patient’s psychological and social rehabilitation 
(Fig. 5, 6). Given that the patient was subjected to radiotherapy 
and immunosuppressive therapy and, besides the characteris-
tics of the disease, the reconstructive surgery was, as it is in 
most cases, contraindicated for esthetic rehabilitation process, 
therefore demanding esthetic prosthesis.

Conclusion

To put it briefly, the manufacturing of nasal prosthesis was pre-
sented as the only feasible alternative to the patient’s rehabili-
tation. The prosthesis provided esthetic, comfort to the patient 
and caused the expected social rehabilitation.
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