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ABSTRACT

Crohn's disease (CD) is an inflammatory bowel disease (IBD) that can present with cutaneous lesions, including
metastatic lesions. Vulvar CD is a rare manifestation of the disease, with only a few reported cases in the literature.
Here we present the case of a 45-year-old woman with metastatic vulvar CD who presented with a one-year history of
painful genital swelling. Diagnosis was confirmed through histopathology of the genital lesion. Diagnosis of vulvar
CD can be challenging, as the clinical presentation is highly variable. Clinicians should consider the possibility of
vulvar CD in patients presenting with aphthous ulcerations, vulvar edema, lymphedema, or lymphangiectasia.
Medical treatment options for vulvar CD include corticosteroids, azathioprine, systemic sulfasalazine, cyclosporine,
ciprofloxacin, and long-term metronidazole, while surgical interventions include partial or total vulvectomy, laser
vaporization, or excision of the lesion. Diagnosis of CD is important, and various diagnostic tools should be used to
search for digestive CD. The evolution of vulvar CD can be unpredictable, and surgical intervention may be required

when medical treatment fails.
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INTRODUCTION

Crohn's disease (CD) is an IBD that affects the digestive
tract and is often complicated by cutaneous lesions that
can be contiguous, metastatic, or associated with
inflammation.!  Metastatic CD is a particular
manifestation of the disease that involves the presence of
granulomatous lesions in locations outside of the
gastrointestinal tract.> One such location where CD-
related lesions can occur is the vulva, with approximately
2% of women with CD experiencing vulvar lesions.® The
most common presentation of vulvar lesions in CD is
asymmetrical labial swelling and edema.* Here we
present the case of a 45-years old women with a
metastatic vulvar CD.

CASE REPORT

A 45-years old women, with no medical history,
presented to the emergency department with a one-year
history of painful genital swelling. Cutaneous
examination of genital area showed a swelling and edema
involving labia majora that almost occluded the view of
labia minora with a thickened and hypertrophied clitoris
(Figure 1).

Per speculum examination was normal. There was no
lymphadenopathy or swelling of limbs and routine
laboratory test blood showed a microcytic hypochromic
anemia (Hb 9.9 g/dl, MCV 72 fL, MCHC 28 g/dI, Ferritin
12 ng/ml). Ultrasonography was done to exclude an
abscess, bacterial cultures and testing for sexually
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transmitted infections were negative. Histopathology of
the genital lesion (Clitoris) showed a dermis lined on the
surface by a Malpighian epithelium hyperplasia
overworked by orthokeratotic hyperkeratosis with the
presence of a granular layer. The dermis is loose fibrous,
widely traversed by thin-walled capillaries with a turgid
endothelium. In depth, an inflammatory granulation
tissue can be seen, containing numerous non-caseating
epitheloid and gigantocellular follicles and surrounded by
lymphocytes and plasma cells (Figure 2).

Figure 1: Clinical image showing a swelling and
edema involving labia majora that almost occluded
the view of labia minora with a thickened and
hypertrophied clitoris.

Figure 2: Histopathological image confirming the
diagnosis of metastatic vulvar (Clitoris) CD.

A final diagnosis of metastatic vulvar (Clitoris) CD was
done and the patient was referred to a gastroenterologist
and gynecologist for treatment.

DISCUSSION
CD is a chronic, relapsing IBD that affects the digestive

tract, from the oral cavity to the anus. Along with
gastrointestinal symptoms, CD can also be associated

with inflammatory cutaneous lesions that can be
classified into three categories: (A) peri-anal and peri-
stomal lesions; (B) specific cutaneous manifestations,
including erythema nodosum, pyoderma gangrenosum,
Sweet's syndrome, acrodermatitis enteropathica, and
epidermolysis bullosa acquisita; and (C) metastatic
lesions.>®® Metastatic vulvar CD is an extremely rare
manifestation, with only a few reported cases in the
literature.7® It has been observed to precede the
diagnosis of digestive CD in approximately 25% of cases,
and it is more common in women, accounting for around
50% of cases.® The clinical presentation of vulvar CD is
highly variable, and diagnosis can be challenging.t
Clinicians should consider the possibility of vulvar CD in
patients presenting with aphthous ulcerations, vulvar
edema, lymphedema or lymphangiectasia, knife-cut
ulcers, recurrent aphthous ulcerations, perianal tags or
fistulae, and suppurative nodules.! Metastatic vulvar CD
is a rare manifestation, and its clinical lesions are
nonspecific, leading to a diagnostic dilemma for
clinicians. In such cases, clinical-histopathological
correlation is essential for accurate diagnosis.* When CD
is suspected clinically or histopathologically, it is
important to search for digestive Crohn's using various
diagnostic tools, such as proctoscopy, sigmoidoscopy,
colonoscopy, and upper gastrointestinal endoscopy, along
with imaging studies such as ultrasonography, computed
tomography (CT) scan, and magnetic resonance imaging
(MRI) of the abdomen and pelvis.® In addition, patients
with vulvar CD can develop unrecognized streptococcal
cellulitis, so bacterial cultures should be obtained when
fluctuant lesions do not improve. Ultrasonography or
magnetic resonance enterography may also be useful for
detecting abscesses or fistulae.!* The evolution of vulvar
CD can be unpredictable, and surgical intervention may
be required when medical treatment fails, although some
cases of spontaneous healing have been reported in the
literature.*> Medical treatment options for vulvar CD
include corticosteroids, azathioprine, systemic
sulfasalazine, cyclosporine, ciprofloxacin, and long-term
metronidazole.?® Corticosteroids are considered a
mainstay of CD treatment, while ciprofloxacin and
metronidazole can be used in combination to treat active
inflammatory,  fistulizing, and perianal CD.2®
Sulfasalazine is more effective in treating bowel disease
rather than perianal disease.* Surgical interventions for
vulvar CD include partial or total vulvectomy, laser
vaporization, or excision of the lesion.®2% Surgery may
be necessary when lesions are refractory to medical
treatment and have caused significant aesthetic
disfigurement.

In conclusion, metastatic vulvar CD is a rare
manifestation that can present with a variety of clinical
symptoms, including vulvar edema and swelling.
Diagnosis can be challenging, but histopathological
examination is essential for accurate diagnosis. The
treatment needs the involvement of gynecologists,
gastroenterologists, and dermatologists to achieve disease
control, ensure optimization of both intestinal and
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cutaneous disease and improve patient quality of life.
Medical treatment options include corticosteroids,
azathioprine, systemic sulfasalazine, cyclosporine,
ciprofloxacin, and long-term metronidazole, while
surgical interventions may be necessary when medical
treatment fails. Clinicians should consider the possibility
of vulvar CD in patients presenting with vulvar lesions,
and diagnostic tools should be used to search for
digestive CD.
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