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Introduction

Crohn’s disease (CD) is a chronic inflammatory condition 
of the gastrointestinal tract with relapsing and remitting 
symptoms.1 In patients with CD, granulomatous lesions 
sometimes form in tissues distant to the gastrointestinal 
tract and this is referred to as metastatic CD.2 Symptoms of 
metastatic CD are rare and can actually precede the classic 
symptoms of CD.3,4 When this occurs, pediatricians and 
sub-specialists are often faced with diagnostic dilemmas 
and patients consequently suffer from prolonged symptoms 
and extraneous treatments.5 In this article, we report the case 
of a pediatric patient who presented to dermatology for vul-
var swelling and was ultimately diagnosed with metastatic 
CD. We also provide a brief review of the literature on simi-
lar cases and discuss the importance of maintaining a high 
index of suspicion for this presentation.

Case report

An 8-year-old girl presented to the dermatology clinic with 
a 1-year history of lip swelling and a 2-month history of 
painless vulvar swelling. On physical examination, the 
patient’s upper and lower lips were edematous and scaly, 
with mild fissuring and crusted erosions (Figure 1). There 
was also some mild perioral desquamation. The examination 
of the genitals revealed bilaterally enlarged erythematous 
labia majora with a “peau d’orange” texture in the absence of 
tenderness or discharge (Figure 2). In the perianal region, 

there were three erythematous anal tags that resembled 
hemorrhoids.

The patient’s medical history was significant for eczema 
and a brief period of anemia at 4 years of age. It was also 
discovered that the patient had transient episodes of abdomi-
nal pain and bloody stools in the past that were not exten-
sively investigated. One month before presentation, the child 
had been seen in emergency department for an episode of 
pseudo-appendicitis that resolved spontaneously. In addi-
tion, the patient’s maternal grandmother was known to have 
ulcerative colitis. Despite there being no change in the 
patient’s appetite or growth, CD with extragenital manifesta-
tions was suspected. A 4 mm punch skin biopsy of the vulva 
was performed under deep sedation to minimize discomfort 
and stress for the young patient. Histopathology demon-
strated non-caseating dermal granulomas with giant cells, 
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neutrophilic exocytosis, and epidermal erosions, consistent 
with a diagnosis of metastatic CD. Upon formal workup by 
gastroenterology, the diagnosis of CD was confirmed, and 
the patient was started on infliximab (Remicade) weeks fol-
lowing her presentation to dermatology.

Concurrent with the gastroenterology workup and man-
agement, topical therapy was initiated to treat the vulvar 
manifestations. Clobetasol propionate 0.05% ointment was 
prescribed twice daily for 2 weeks which lead to a partial 
improvement of the vulvar skin findings while the patient 
was still being investigated by gastroenterology and did not 
have systemic treatment yet. Afterward, alternating 1-week 
courses of daily clobetasol with daily tacrolimus 0.1% oint-
ment led to a significant improvement of the vulvar swell-
ing after 4 months. At this point, the patient transitioned to 
topical tacrolimus daily as maintenance alone and the clobet-
asol ointment was instructed to be used on an as-needed 

basis. The patient still presented with some swelling of her 
lips, which would worsen as time passed after her infliximab 
infusions. Methotrexate was added at this time by her gastro-
enterologist as it is indicated to prevent the development of 
antibodies against infliximab.6

The patient was reassessed 6 months later. Her gastroin-
testinal symptoms were completely controlled on high dose 
(13 mg/kg) infliximab infusion every 6 weeks and metho-
trexate 7.5 mg weekly. The family also reported that the lips 
and genital swelling had completely subsided. They had not 
needed to use clobetasol since their last appointment and had 
elected to discontinue the tacrolimus ointment considering 
her lack of cutaneous signs or symptoms of the disease.

Discussion

Our case is among the few existing cases describing vulvar 
swelling as an early manifestation of CD in the pediatric lit-
erature. This presentation is thought to be caused by granu-
lomatous inflammation within the vulva or by granulomas 
obstructing lymph vessels causing lymphedema.7

In a Medline search of the English literature, we identified 
22 studies with similar presentations (Supplemental Appendix 
1). The patients were between ages 3 and 15. Symptoms were 
present for up to 5 years before being diagnosed with CD. In 
the interim, they were frequently misdiagnosed and extrane-
ously treated. The most common attributed diagnosis was cel-
lulitis and most of the patients were prescribed courses of 
empiric antibiotics. Other diagnoses included sexual abuse 
and Bartholin’s cysts.8,9 Vulvar swelling has been described 
as a symptom that can involve a high number of consulting 
services such as primary care, gynecology, urology, derma-
tology, and gastroenterology.5 Although multiple case reports 
have been published on this topic since 1970, the diagnosis of 
CD is still often missed. Particularly striking was the number 
of cases where child abuse was suspected. We suspect that the 
reason for the delay in diagnosis is related to the fact that 
vulvar edema as a presenting complaint appears to be rela-
tively underrepresented in textbooks and medical literature as 
a whole. Crohn’s disease did not figure in the main differen-
tial diagnosis of major dermatology textbooks we consulted. 
However, when consulting a specific vulvar pathology text-
book,10 the main differential of vulvar edema can be divided 
in two categories as per Lynch et al. (Table 1).11 It is impor-
tant to note that sexual abuse does not figure in either of the-
ses lists. Removing sexual abuse from the differential of 
vulvar swelling may avoid precipitating such significant psy-
chological stress for children and their families. Moreover, 
CD is present on both lists, number 1 and number 4, respec-
tively. Increasing the awareness that CD is the major and 
almost sole consideration in the pediatric patient without any 
risk factor for the other conditions that are part of the differ-
ential diagnosis of vulvar swelling is essential.

Prompt diagnosis of CD is also beneficial as this disease 
leads to progressive bowel damage and disability.1 In addi-
tion, cases exist in the literature of patients suffering from 

Figure 2. Genital swelling at presentation.

Figure 1. Lip swelling at presentation.
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sporadic gastrointestinal symptoms for prolonged periods of 
time before diagnosis of the underlying inflammatory bowel 
disease is made.5 In increasingly burdened healthcare sys-
tems, diagnosing inflammatory bowel diseases when the 
patient is younger also results in significant cost savings and 
decreased resource utilization.12

Another takeaway, we would like to reinforce is the con-
cept that there can be a delay in the response of vulvar symp-
toms to systemic therapy. Concomitant skin-directed therapy 
is thus warranted. In this case, genital CD responded rapidly 
to topical therapy with a potent corticosteroid while the 
patient was being investigated for possible CD and systemic 
treatment had not yet been initiated. Success using topical 
therapy for metastatic Crohn’s disease has been previously 
reported as well.13 To reduce the risk of side effects of long-
term corticosteroid use in the genital area, topical tacrolimus 
was used for its steroid sparing effect. We feel this treatment 
combination of skin-directed treatments were contributors to 
the improvement of the vulvar symptoms while the systemic 
treatments were taking effect in the deeper dermis. These 
treatments were well tolerated by the patient and she did not 
present any significant side effects to them. We suggest this 
combination treatment be employed in similar cases while 
awaiting onset of action of the systemic therapy.

Conclusion

CD should be included in the differential diagnosis, when 
young patients present with vulvar swelling. The timely diag-
nosis of metastatic CD can lead to quicker relief of symptoms, 
less extraneous investigations, and improved efficiency for 
healthcare systems. Furthermore, we feel the activity of the 
genital and labial CD can be used as an indirect marker of 
bowel inflammation allowing physicians to adjust systemic 
therapy. Topical therapy of the extra-digestive CD can be used 
to rapidly improve symptoms during the lag time between the 
initiation of the systemic treatments and their effect.
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Table 1. Differential diagnosis of vulvar edema.

Skin colored Pink or red colored

#1 Crohn’s disease Venous obstruction (e.g. pregnancy, parturition)
#2 Idiopathic lymphatic abnormality (e.g. congenital Milroy’s disease) Cellulitis (primary or superimposed)
#3 Post-radiation and post surgical lymphadenopathic obstruction Inflamed Bartholin duct cyst or abscess
#4 Post-infectious edema (e.g. Staphylococcal or Streptococcal cellulitis) Crohn’s disease
#5 Post-inflammatory edema (e.g. Hidradenitis suppurativa) Mild vulvar edema may occur with any 

inflammatory vulvar disease
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