Case Report

Oral and cutaneous sarcoidosis: report on an exuberant case

Sarcoidose oral e cutinea: relato de caso exuberante
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ABSTRACT

Sarcoidosis is a chronic granulomatous disease, of unknown etiology, affecting
multiple organs and tissues. The respiratory system is the most commonly
affected, followed by skin manifestations. However, oral cavity presentation
is rare, with approximately 70 cases reported in the literature. An oral
presentation can range from asymptomatic conditions to ulcerations with a
risk of secondary infection, which compromise the patient's quality of life.
Although rare, cases of sarcoidosis with impairment of the oral cavity may
present an unfavorable clinical evolution, or even present as an initial clinical
manifestation from a systemic condition. Therefore, it is important to assist in
the recognition, diagnosis, and appropriate treatment of this disease.
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RESUMO

A sarcoidose ¢ uma doenca granulomatosa cronica, de etiologia ainda
desconhecida, que afeta multiplos 6rgaos e tecidos. O sistema respiratério
¢ o mais comumente afetado, seguido das manifestagoes cutineas. Todavia,
manifestacées da cavidade oral sdo raras, tendo sido descritos em literatura
aproximadamente 70 casos. A apresentacio oral pode variar de quadros
assintomdticos até ulceragbes com risco de infecgio secunddria, que
comprometem a qualidade de vida do paciente. Apesar de raros, casos de
sarcoidose com comprometimento da cavidade oral podem apresentar
evolucio clinica desfavorédvel ou, ainda, se apresentarem como manifestacio
clinica inicial de um quadro sistémico. Portanto, ¢ importante auxiliarmos
no reconhecimento, diagnéstico e tratamento adequados desta doenga.
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INTRODUCTION

Sarcoidosis is a non-infectious granulomatous disease,
featured by uncertain etiology that can affect multiple
organs and tissues, as well as the skin in 25% of cases.! The
term sarcoidosis was initially described in 1899 in a report
by Boeck about the clinical similarity of skin lesions to
sarcomas, but with benign nature.?

Sarcoidosis commonly affects young adults, and women
are the most frequently affected ones.?

Sarcoidosis can simulate other diseases due to the
polymorphism of lesions caused by it, a fact that poses
important diagnostic challenge. The clinical presentations
of the disease vary, they range from nonspecific lesions,
(erythema nodosum) to characteristic lesions, such as
macules/papules, plaques, nodules, infiltrated scars,
ulcerations, and violet-colored tumors*

The oral cavity is rarely affected by the disease, but it
can be the initial clinical manifestation of multisystemic
sarcoidosis; therefore, itis of greatimportance. Approximately
70 cases of oral mucosa sarcoidosis are currently described in
the literature.!

The initial clinical hypothesis of cutaneous sarcoidosis
needs to be confirmed by anatomopathology, after excluding
other causes. Differential diagnoses such as infectious diseases,
foreign body granulomas, neoplasms, immunodeficiencies,
drug eruptions, and other granulomatous processes should
be investigated through histopathological examination.3

The diagnosis of sarcoidosis lesions must be based on
clinical, radiographic, laboratory, epidemiological, and
histopathological criteria due to the polymorphism of
the disease. Recognizing skin lesions is important for its
diagnosis; therefore, they are easily accessible sources for
anatomopathological examination.?

Overall, corticosteroid therapy is the first treatment of
choice for patients who require systemic treatment. In most
cases, it is possible achieving satisfactory disease control,
but the treatment requires long-term maintenance. Still,
recurrent episodes are not uncommon. An alternative for
patients who present unfavorable response to corticosteroids
using would be the administration of antimalarials or
immunosuppressants.’

The current study presents a case of sarcoidosis
with cutaneous and mucosal involvement that started
during pregnancy and was treated with systemic
corticosteroid therapy.

CASE REPORT

Women, aged 31 years, without any comorbidity, reported
having erythematous plaque on the sides of the lips with
progressive growth during a previous pregnancy 2 years ago.
The patient was referred to follow-up with diagnosis of rosacea,
partial improvement of lesions by using systemic corticosteroid
therapy and topical imidazole, and anxiety as precipitating
factor of the lesions, with non-reactive serology and without
any other noteworthy changes in laboratory exams.

Examinations showed that the patient presented infiltrated
erythematous plaque associated with local edema extending
from the middle of the left lower lip to the ipsilateral malar
region (Fig. 1A). There was also infiltrated enanthematous
plaque and erosion areas in the lower gingiva (Fig. 1 B).

Figure 1 (A). infiltrated erythematous plaque and edema from
the middle of the lower-left lip to the ipsilateral malar region.
(B): Infiltrated enanthematous plaque with erosion areas in
the lower gingiva.

The hypotheses of cutaneous sarcoidosis, rosacea, and
facial granuloma were taken into account. An incisional
biopsy and histopathological examination of the skin at the
left infralabial region were performed, and it corroborated
the hypothesis of cutaneous sarcoidosis, with mixed
granulomatous dermatitis, giant cell reaction, frequent
plasma cells, edema, and ectatic blood vessels (Fig. 2 A), in
addition to Schaumann corpuscles in giant Langhans cells
(Fig. 2 B).

Figure 2. Histopathological examination of the left infralabial
region with mixed granulomatous dermatitis with gigantocel-
lular reaction, frequent plasma cells, edema, and ectatic vessels
(magnified 10x). (B): Schaumann corpuscles inside giant Lang-
hans cells (magnified 40x).

The patient returned for follow-up, she was using oral
corticosteroids irregularly and presented worsening skin
condition, as well as progression in skin and mucosal lesions.

Incisional biopsy and histopathological examination
of the lower gingival mucosa were performed due to the
exuberant condition and the rare occurrence of sarcoidosis
in the oral mucosa. Exams showed chronic granulomatous
mucositis with Schaumann corpuscles inside Langhans
giant cells, interstitial lymphoplasmocyte infiltration, foci
of vascular ectasia and pronounced reactive hyperplasia of
the squamous epithelium, which confirmed the sarcoidosis
condition in the oral mucosa (Fig. 3).
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Figura 3 (A e B). Histopathological examination of the lower
gingival mucosa with Schaumann corpuscles inside Langhans
giant cells (magnified 40x).

Complementary exams were performed to refute the
possibility that the oral mucosa involvement was an initial
manifestation of systemic sarcoidosis.

The patient returned 10 months later, without oral
corticosteroid therapy for 8 months and pregnant for
approximately 6 weeks, complaining of significant worsening
of her condition.

Physical ~examination showed cutaneous lesion
progression with erythema, infiltration, and significant
local edema, which extended from the middle of the left
lower lip to the ipsilateral zygomatic and infrapalpebral
region (Fig. 4). The infiltrated enanthematous plaque in the
lower gingiva was also worse, with loss of the 1st right lower

incisor (Fig. 5).

Figure 4 (A). Anterior view of the infiltrated erythematous
plaque and edema from the middle of the lower-left lip to the
ipsilateral zygomatic and infrapalpebral region. (B): Lateral
view of the infiltrated erythematous plaque and edema from
the middle of the left lower lip to the ipsilateral zygomatic and
infrapalpebral region.

Assistant evaluation by the obstetrician for return
to systemic corticosteroid therapy was requested, and it
resulted in the contraindication of the treatment. Currently,
the patient has been followed-up and is using topical
corticosteroid therapy, but her condition remains the same.
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Figure 5. Infiltrated enanthematous plaque with erosion areas
in the lower gingiva, showing loss of the 1st right lower incisor.

DISCUSSION

Sarcoidosis is a multisystemic inflammatory disease of
undefined etiology. It is featured by the accumulation of
mononuclear phagocytes and the formation of non-caseating
granulomas. Several organs can be affected by it, a fact that
accounts for a wide spectrum of clinical manifestations. Skin
involvement is common, it is observed in 20% + 25% of cases,
usually at the initial phase of the disease.® Oral involvement is
relatively rare, and the mandible is the most affected site - it
presents severe alveolar bone loss and loose teeth.”

Cutaneous sarcoidosis can be challenging to diagnose
due to the polymorphism of its lesions; therefore, it is often
underdiagnosed.® Erythema nodosum is the most common
skin lesion, which indicates better prognosis. However,
macules, papules, plaques, nodules, erythroderma, alopecia,
lupus pernio, and infiltrations in tattoos or scars can also be
cutaneous manifestations of sarcoidosis.’

The assessed patient had an infiltrated erythematous
plaque lesion that extended from the lower left lip to the
ipsilateral malar region. It was associated with erosion areas
in the lower gingiva and evolved to alveolar loss. Cutaneous
and oral mucosa biopsies provided histopathological
confirmation of the disease. The patient reported condition
onset during her previous pregnancy, with clinical
worsening during the second pregnancy. COZIER YC et
al (2012) assessed publications that described the effects
of pregnancy on sarcoidosis development. He highlighted
that most patients do not notice any clinical change in the
severity of the disease or experienced changes in symptoms.
The minority of his patients experienced worsening or
progression of the disease during the prenatal period, as in
the herein reported case.! KOCHER et al (2020) reported
high risk for pre-eclampsia/eclampsia, cesarean delivery,
preterm birth, and congenital malformations in pregnant
women with sarcoidosis. These are uncommon changes and
most patients have had uncomplicated pregnancies, but
known the aforementioned conditions can prevent possible
complications in patients and newborns."!

It is important highlighting that systemic treatment of
cutaneous sarcoidosis is not always necessary. High-potency
intralesional and topical corticosteroids can be effective
in treating pure cutaneous sarcoidosis.'> Prednisone (oral
intake), hydroxychloroquine, and methotrexate can be
used when there is disfiguring, symptomatic, ulcerative, or
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aggravating skin disease.® Systemic corticosteroid therapy
was used in the current case; however, the patient used it
irregularly and faced the progression of her condition.
Oral corticosteroid therapy was discontinued during her
pregnancy; the patient continues to be followed up and
there is idea is to introduce immunosuppressive medication.

CONCLUSION

Sarcoidosis cases that involve the oral cavity are rare, but
they can have unfavorable clinical evolution, or represent
the first or only sign of sarcoidosis in a healthy patient.
Therefore, it is important to assist the proper recognition,
diagnosis, and treatment of this disease, with periodic
monitoring of patients through follow-ups and disease
progression control.
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