CASE REPORT

Universidad Libre, Cali, Colombia

a. Physician, Gynecology and  Obstetrics
Specialization Resident

b. ORCID 0000-0002-6679-7900

¢. ORCID 0000-0002-4988-5562

d. Physician, Specialist in Gynecology and
Obstetrics, Postgraduate Professor, ORCID
0000-0001-9387-3094

Sources of financing: none.

Conflict of interest: none.
Received: 15 September 2022
Accepted: 19 February 2023
Online publication: 5 July 2023

Corresponding author:

Luis Miguel Tutal Mufioz

9 Calle 13E # 66 - 69, La Hacienda Mz 7, Cal,
Colombia

B 3206764762

2 luistm009@hotmail.com

Cite as: Méndez Vega DA, Tutal Mufioz LM, Ramirez
Mufioz PA. Approach to vulvar Behget's disease: case
report. Rev peru gynecol obstet. 2023;69(2). DO:
10.31403/rpgov69i2520

Management of vulvar Behcet's disease:
case report

Abordaje de la enfermedad de Behcet
vulvar: comunicacion de caso

Diana Alejandra Méndez Vega'2®, Luis Miguel Tutal Mufoz'2<, Paula Andrea
Ramirez Mufoz¢

DOI: 10.31403/rpgo.v69i2520

ABSTRACT

Behget's disease (BD) is an inflammatory, multisystemic, relapsing-remitting disorder
of unknown etiology. A key feature of the disease is orogenital ulceration that causes
considerable morbidity with great impact on patient’s quality of life. Its medical
management consists of a scheme with colchicine, steroids or immunomodulators.
We report the case of a patient with genital lesions who consulted on multiple
occasions, receiving antibiotics and even surgical management, with refractory
response to these interventions. Subsequently, due to the characteristics of the lesion
and clinical behavior, Behcet's disease was suspected and medical management
with oral steroids and cures with phytostimulin was initiated. The genital ulcers were
resolved, and the patient was subsequently taken to surgery for correction of the
vulvar synechiae.
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RESUMEN

La enfermedad de Behget (EB) es un trastorno inflamatorio, multisistémico,
recidivante y remitente de etiologia desconocida. Una caracteristica clave de la
enfermedad es la ulceracién orogenital que provoca una morbilidad considerable
con gran impacto en la calidad de vida de los pacientes. Su manejo médico consiste
en un esquema con colchicina, esteroides o inmunomoduladores. Comunicamos el
caso de una paciente con lesiones genitales quien consulté en multiples ocasiones,
recibiendo manejo antibidtico e incluso quirdrgico, con respuesta refractaria a
estas intervenciones. Posteriormente, por las caracteristicas de las lesiones y el
comportamiento clinico se sospeché enfermedad de Behget y se instauré manejo
médico con esteroides orales y curaciones con fitoestimulina. Hubo resolucion de las
Ulceras genitales y posteriormente la paciente fue llevada a cirugia para correccién
de las sinequias vulvares.
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INTRODUCTION

Behcet's disease (BD) is a chronic, multisystemic, inflammatory disor-
der of peri-vasculitis, first described by the Turkish dermatologist Hulusi
Behcet in 1937. It is characterized by recurrent mucocutaneous lesions.
Other clinical manifestations include ocular inflammation, rheumato-
logic involvement, vascular and central nervous system complications.
The etiology and pathogenesis are not fully elucidated. Symptoms are
considered to be based on the correlation of intrinsic (genetic) and ex-
trinsic (microbial and/or environmental) factors, as well as hormonal
and immune system dysregulationt™.

The onset of BD usually occurs between the third or fourth decade
of life with an almost equal proportion between men and women, al-
though men tend to have more severe symptoms®. The prevalence is
higher in Middle Eastern countries such as Turkey where it occurs in
approximately 370/100,000 inhabitants and in Iran with a prevalence of
80/100,000; it is also found in Central Asian and Far Eastern countries®.
In Colombia, a prevalence of 0.001% was estimated in people over 18
years of age, and in the United States it is estimated to be between
0.3-6.6/100,000 inhabitants®. This epidemiological behavior is related
to the existence of a genetic predisposition that facilitates the presenta-
tion and diagnosis of BD®.
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The therapeutic spectrum is broad, ranging
from colchicine monotherapy for the most limit-
ed forms (cutaneomucosal or articular) to corti-
costeroids; immunosuppressive treatments and
biotherapies are used for the most severe or re-
fractory forms. The intensity of the treatment is
graded according to the type of manifestation,
the desired speed of efficacy and the threat to
the functional or vital prognosis®”. Regarding
surgical management as a treatment for skin
lesions, there is insufficient evidence in the lit-
erature. A diagnostic test is the positive pater-
gia test, which consists of a hypersensitivity re-
action of the skin tissues to trauma, so that any
surgical procedure may favor the exacerbation
of the lesions and, particularly in the case of the
genital area, there is a greater risk of superinfec-
tion or synechiae®.

CASE REPORT

A 29-year-old female patient consulted for a
7-day clinical picture characterized by gener-
al malaise, headache, myalgias, arthralgias
and unquantified fever, as well as a single
lesion on the left labia majora of the vagina
accompanied by burning sensation. With ini-
tial diagnosis of genital herpes and treatment
with acyclovir 400 mg every 8 hours, on the
second day of medical management she pre-
sented aphthous ulcers in oral mucosa, pro-
gression of vulvar lesions, pain and purulent
discharge. She had a new consultation (Figure
1), being diagnosed as superinfected herpes

and antibiotic management with intravenous
clindamycin and enterostomal therapy was
added.

After the first healing of the lesions, she present-
ed vulvar edema, exacerbation of pain, fever of
39°C and bleeding in the lesions. She was evalu-
ated by internal medicine and autoimmune dis-
ease was initially suspected, to rule out vasculitis
or Behget's disease. This diagnostic impression
was associated with the history that in 2019 she
presented with arthralgias and exanthema on
the back of the hands, self-limited, with a report
of positive antinuclear antibodies (ANAS), in ad-
dition to a family history of a sister with lupus
and death of the maternal aunt due to compli-
cations associated with lupus. The specialist
decided to initiate broad-spectrum antibiotic
treatment with piperacillin/tazobactam 4.5 g
every 8 hours intravenous and vancomycin 500
mg intravenous every 12 hours, in addition to
requesting an immunological profile and evalu-
ation by gynecology. This specialist also decided
to perform surgical debridement plus specimen
collection for biopsy and to add to the medical
management aluminum hydroxide with nystatin
and lidocaine mouthwash every 8 hours (Figure
2).

The day after the surgical procedure and al-
ready in charge of gynecology, dermatology
consultation was requested, which did not rule
out Behget's disease and started prednisolone
50 mg per day orally. Gynecology suspended the

FIGURE 1. APHTHOUS ULCERS IN THE ORAL MUCOSA AND, IN THE VULVAR REGION, EDEMA IN LABIA MAJORA AND MINORA, ULCERATED LESIONS WITH PRESENCE OF
DEVITALIZED AND GRANULATION TISSUE.
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FIGURE 2. VULVAR SYNECHIAE AFTER SURGICAL DEBRIDEMENT.

broad-spectrum antibiotic therapy and started
management with doxycycline 100 mg every 12
hours for 7 days, in addition to cures with phyto-
stimulin. Two days later, there was resolution of
the vulvar ulcers and clinical improvement of the
pain. Acute phase reactants and positive ANAS
were found to be increased.

One week later, the patient was discharged.
During the follow-up appointment with gyne-
cology at one week, there was evidence of res-
olution of 90% of the lesions and formation of
partial vulvar synechiae, which were asymptom-
atic. The pathology report was leukocytoclastic
vasculitis. The patient was also evaluated by
rheumatology, with a request for HLA-B, which
was negative. Given the adequate clinical evolu-
tion, the patient underwent surgical resection of
the vulvar synechiae, with good evolution and
recovery of the vulvar anatomy (Figures 3 and 4).

DiscussioN

The presence of oral and genital ulcers is a dis-
tinctive clinical feature of BD in the context of a
patient with suspected autoimmunity, especially
when there is concurrence of joint, ocular, cuta-
neous and neurological symptoms®>.

FIGURE 3. SURGICAL RESECTION OF VULVAR SYNECHIAE.
‘r - [

FIGURE 4. APPEARANCE OF THE VULVA IN THE POSTOPERATIVE PERIOD.

——— -

Genital ulcers are common in women between

the ages of 20-40 years and can occur on the la-
bia, vulva and vagina. The frequent occurrence
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of genital ulcers in this age group may be related
to a combination of environmental and hormon-
al factors. Most genital ulcers in women are of
herpetiform morphology, although minor and
major aphthous ulcers also occur™. In the clin-
ical approach, it is recommended to perform a
genetic study of major histocompatibility com-
plex (HLA) typing and the pathergy test, since,
although a rare disease in our environment, it
can be clinically and pathologically underdiag-
nosed. It is important to know its different clin-
ical manifestations and the requirement of a
multidisciplinary approach®,
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