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ABSTRACT

Fournier's gangrene is a rare and potentially fatal infectious disease characterized by
rapidly progressive necrotic fasciitis of the genital, perineal and/or perianal region.
It affects any age and gender. Vulvar Fournier's gangrene has a low incidence in
women, but a high mortality rate, due to differences in female genital anatomy.
Clinical suspicion is essential for diagnosis, due to the low frequency of presentation.
Treatment should be aggressive, with prompt administration of broad-spectrum
antibiotics and early interdisciplinary approach by multiple medical specialties. Thus,
a complete understanding of the pathophysiology of the condition is necessary to
increase the patient's survival rate. A case of vulvar Fournier's gangrene is presented.
Key words: Vulvar diseases, Fournier gangrene; Fascitis, necrotizing.

RESUMEN

La gangrena de Fournier es una enfermedad infecciosa rara y potencialmente fatal,
caracterizada por fascitis necrotica rapidamente progresiva de la region genital,
perineal y/o perianal. Afecta cualquier edad y género. La gangrena de Fournier
vulvar tiene baja incidencia en las mujeres, pero tasa alta de mortalidad, debido a
las diferencias en la anatomia genital femenina. La sospecha clinica es fundamental
para el diagnostico, debido a la baja frecuencia de presentacion. El tratamiento debe
ser agresivo, con administracion rapida de antibiéticos de amplio espectro y enfoque
interdisciplinario temprano por parte de multiples especialidades médicas. Por ello,
es necesario comprender completamente la fisiopatologia de la condicién para
aumentar la tasa de supervivencia del paciente. Se presenta un caso de gangrena
de Fournier vulvar.

Palabras clave. Enfermedades de lavulva, Gangrena de Fournier, Fascitis necrotizante.

INTRODUCTION

Fournier's gangrene is an idiopathic necrotizing fasciitis of sudden onset
involving the genital, perineal and / or perianal region, with high mor-
tality™. It is characterized by rapid progression of soft tissue infection,
caused by the synergistic action of several organisms and may spread
along fascial planes, causing necrosis and subfacial destruction. The
most common predisposing factors are diabetes mellitus, steroid use,
chronic alcoholism and advanced age. Its characteristic clinical mani-
festation is the abrupt onset of edema, pain and rapid progression to
gangrene®.

Fournier's gangrene is a very rare condition in women. The reported
frequency is 1.6 cases / 100,000 of the male population and the ratio
of male to female cases exceeds 10:1®. Cases occurring in vulva are
commonly underdiagnosed, which usually leads to misdiagnosis and
treatment failure during the acute phase, so the high mortality rate is
higher compared to that of men®. A case of vulvar Fournier gangrene
is presented.

CLINICAL CASE

A 40-year-old woman came to the emergency room with painful and ex-
tensive swelling of the right vulvar area, extending to the pubic region,
with drainage of foul-smelling purulent fluid of approximately 6 days
of evolution, accompanied by unquantified fever and urinary retention.
She reported a history of non-insulin-dependent diabetes for 5 years,
treated irregularly. She denied a history of local trauma, abdominal
pain, changes in bowel habits and vaginal or rectal bleeding.
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On admission, the patient presented moderate
cutaneous-mucosal pallor, temperature 39.1° C,
respiratory rate 24 per minute, oxygen saturation
97%, heart rate 110 beats per minute and blood
pressure of 100/60 mmHg, with difficulty walking.
Physical examination revealed a tumor deforming
the right labium majus, approximately 10 centime-
ters in diameter, phlegmonous and fluctuant, ex-
tending to the pubic region (Figure 1). In addition,
there were large areas of edematous perineal skin
with purplish-red indurations with soft tissue ne-
crosis of the perineum and perianal region togeth-
er with purulent discharge, with intense pain and
pruritus, without crepitus or hemorrhagic blisters.
Rectal examination was extremely painful and re-
vealed no alterations. Necrotic tissue and venous
blood were taken for cultures.

Laboratory tests showed hemoglobin of 6.5 g
/ dL, white blood cell count of 21,000 cells / mL
with 85% neutrophils. Serum glycemia values
were within normal limits. Pelvic radiography
revealed some gas bubbles in the perineal soft
tissues. Abdominopelvic tomography images
showed extensive inflammation, edema, and
subcutaneous emphysema extending from the
right genito-perineal area to the insertion of the
rectus abdominis muscle at the pubic symphy-
sis, which was compatible with a diagnosis of
vulvar Fournier’s gangrene.

Empirical treatment with broad-spectrum an-
tibiotics was started immediately and surgery
was scheduled for surgical debridement. A long
incision was made in the perineal area, drain-
ing approximately 300 mL of purulent brown-
ish-greyish and foul-smelling fluid. A cavity was
found with extensive areas of necrotic tissue at
its base, partially affecting the perianal area (Fig-
ure 2). The necrotic soft tissue portions were ex-
tensively excised with subsequent irrigation and
coverage with antibiotic dressings.

The anatomopathological evaluation of the sam-
ples from the surgical region was compatible
with necrotizing fasciitis. The microbial culture
showed polymicrobial growth of Escherichia coli,
Acinetobacter and Enterococcus, while the blood
culture result was negative.

After several local dressings with two new de-
bridements and broad-spectrum antibiotic
therapy, the patient evolved favorably with no
evidence of fever or systemic involvement. The
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wound was free of infection on the fifth post-
operative day and granulation tissue appeared.
Complete wound closure was achieved without
complications or fistula formation by partial
thickness skin grafting two weeks after surgery.
She was discharged 21 days after hospitalization
after presenting no problems with ambulation.
No wound healing problems were observed
during the 3-month follow-up period.

DiscussioN

Fournier's gangrene is a well-defined clinical en-
tity of synergistic and polymicrobial necrotizing
fasciitis of the perineum. It is characterized by

FiGurA 1. TUMORACION QUE DEFORMA LABIO MAYOR DERECHO DE TIPO
FLEMONOSO Y FLUCTUANTE.
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obliterating endarteritis of the subcutaneous ar-
teries leading to gangrene of the subcutaneous
tissue and overlying skin®. Necrosis is caused by
the dissemination of microorganisms into the
subcutaneous space (platelet aggregation fa-
vored by aerobes and heparinase produced by
anaerobes). Together with local edema, hypoxia
appears due to local alterations in blood supply,
which favors the development of anaerobic mi-
croorganisms that produce hydrogen and nitro-
gen, which accumulate in the tissues, causing
crepitus®. This condition is rare in women, but
progresses rapidly with high mortality®. Ap-
proximately 25% of cases have unknown etiolo-
gy, although there are known risk factors thatin-
clude diabetes mellitus, alcohol abuse, renal and
hepatic hypertension, obesity, smoking, immu-
nodeficiency diseases and pre-existing lesions®.

There are differences in characteristics of
Fournier's gangrene between men and women,
due to anatomical differences®. The vagina al-
lows drainage of pelvic contents and secretion,
which contributes to the low incidence”. How-
ever, when the disease occurs, it progresses
with a more severe and potentially fatal course.
The mortality rate in women is up to 50%®. It
usually originates from microorganisms of the
genitourinary and anorectal tract or the skin of
the genital area®. The most common etiological
agent is Escherichia coli, although in about 60%
of cases the infection is polymicrobial, generally
commensal bacteria that become pathogenic.
This forces the initial use of schemes with com-
binations of broad-spectrum antibiotics®.

The clinical diagnosis of vulvar Fournier's gan-
grene is difficult due to its variable clinical pre-
sentation. The most common manifestations
are edema, erythema, pain, local swelling and
fever@. Gas production by anaerobic germs that
accumulates in the subcutaneous cellular tissue
is clinically evident by the presence of crepitus.
However, crepitus and hemorrhagic blisters are
present in 20% to 50% of cases®. The extent of
infection can be dramatic and lethal, both in na-
ture and clinical course. There may be a delay
of 2 to 7 days between the first symptoms and
medical attention, which negatively influences
the prognosis of patients®.

Fournier's gangrene has four clinical phases. The
first phase lasts 14 to 48 hours and is character-
ized by an insidious and nonspecific course with

hardening of the affected area, accompanied by
pruritus, edema and erythema. In the invasive
phase (second phase), regional inflammatory
manifestations appear, such as perineal pain, ery-
thema, and fever. The third phase (necrotic phase)
presents with systemic manifestations and wors-
ening of the general condition. Half of the cases
may progress to sepsis. Locally, there is tension,
hemorrhagic phlyctens that evolve to necrosis and
may extend to anatomical regions of continuity
between the fasciae of the perineum and abdo-
men in the most severe cases. The fourth phase
of spontaneous restoration is characterized by
repair of the necrotic tissues, with slow healing,
initial deep granulation with subsequent epitheli-
alization for several months®.

Blood cultures -positive in a quarter of the cas-
es- and laboratory tests can help to guide anti-
biotic therapy, establish prognostic indices and
evaluate the evolution of the treatment. Imaging
studies are of relative importance, since they
make it possible to observe abscesses in the
area. The presence of subcutaneous gas can be
detected by radiography, ultrasound, computed
tomography and magnetic resonance imaging.
Ultrasonography is the most useful method,
since it allows differential diagnosis with other
less intense pathological processes, such as ede-
ma or cellulitis®.

Early appropriate management is crucial in pa-
tients with vulvar Fournier's gangrene. Drainage
and broad-spectrum antibiotic therapy against
aerobic and anaerobic microorganisms, regard-
less of Gram stain and culture results, should be
indicated immediately after diagnosis“>. The
definitive treatment is early and active radical
debridement, with several repeated procedures
before the infection is considered resolved, with
or without colostomies. Different studies have
described that the rate of propagation of tissue
destruction is as close to 2 or 3 centimeters /
hour®™. The aim of the procedure is to remove
all non-viable tissue, stop the progression of
infection and avoid systemic complications. Co-
lostomy is a controversial therapeutic option in
cases with perineal involvement. Although it was
considered fundamental in preventing fecal con-
tamination and improving wound healing condi-
tions, its performance is associated with higher
mortality™®. There is evidence that cleaning the
perineal wound improves healing, avoiding co-
lostomy®™,
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Despite appropriate treatment, the associated
mortality is high, so aggressive and multidisci-
plinary management is necessary, even with the
possibility of admission to the intensive care unit.
Mortality is directly linked to the severity of gan-
grene. Factors associated with higher mortality
are anorectal origin, extensive disease common-
ly secondary to late diagnosis, advanced age,
and clinical conditions at presentation, including
sepsis with multiorgan dysfunction®.

Genital reconstruction in cases of Fournier's
gangrene in women is a different problem than
in men and must be focused on the anatomical
characteristics of the vagina and vulva2', Sur-
gery is a challenge, since the female genitalia
have complex functional characteristics. The va-
gina must maintain its cylindrical shape to allow
sexual intercourse, while the vulva must act as
the gateway. In addition, the vulva protects both
the vagina and the urethra from direct exposure
and contributes to sexual activity"¥. Therefore,
the female genitalia must be reconstructed to
maintain the patient's quality of life. Covering
only the defect would result in a vulva without
volume, leading to the appearance of ectropion,
direct exposure of the vagina, irregular direc-
tion of urination and sexual dissatisfaction. Skin
grafts or flaps from the thigh area are used to
reconstruct the female genitalia, but produce se-
vere postoperative complications.

In conclusion, vulvar Fournier's gangrene is a
progressive and potentially fatal condition, which
makes it a true surgical emergency. Its clinical
characteristics should be considered in order to
establish the most appropriate treatment. Delay
in both diagnosis and surgery is responsible for
the high mortality. Aggressive treatment, includ-
ing early surgical intervention, broad-spectrum
antibiotic therapy and adequate postoperative
care, leads to improved prognosis.
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