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Abstract

This article is focused on the description of a clinical
case that showcases a rare association between
Inflammatory Bowel Disease and Hidradenitis Suppur-
ativa. Our primary aim is to highlight this presentation
at an atypical timing in the disease course, which

necessitated escalation of treatment.
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1. Introduction

Perineal lesions present a relatively broad differential
across a number of pediatric subspecialties. Such lesions
can present as a primary disease or a secondary
manifestation of a systemic disease, an acute or chronic
process. Concomitant symptomatology should always
be considered to direct the necessary evaluation. In
Inflammatory Bowel Disease (IBD), while perineal
lesions are a common extra-intestinal manifestation,
other etiologies should be entertained. This brief report
focuses on an unusual dermatological association with
IBD, presenting at an atypical time in the disease
course. It showcases the need to increase awareness to
tailor treatment

this phenomenon in order to
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accordingly.

2. Case Presentation

An 11-year-old female presented to the emergency
department with the chief complaint of epistaxis. After
acute care management, the patient reported the
presence of painful lower extremity nodules and gluteal
cleft lesions. A review of systems revealed fatigue,
anorexia and diarrhea. The patient reported ongoing
symptoms for two months prior to presentation. The
growth chart demonstrated a 15Ib (6.8 kg) weight loss
over that time. The patient was up-to-date on
vaccinations, denied recent travel, sexual activity or sick
contacts. Vital signs recorded on presentation were a
temperature of 101.1°F, heart rate of 128 beats per
minute, blood pressure of 103/65 mmHg, respiratory
rate of 24 per minute and oxygen saturation of 100%.
Her physical exam was remarkable for the following:
mild periumbilical tenderness without evidence of
peritonitis or organomegaly, papules and erosions to the
labia majora and the intertriginous regions of the
inguinal and gluteal folds [Figure 1], as well as a rash
consistent with erythema nodosum on both lower

extremities.

Baseline laboratory values were notable for a white cell
count of 13.1/nL, an absolute lymphocyte count of
2.3/nL (a significant left shift), hypochromic microcytic
anemia with a hemoglobin of 10.3 g/dL, mean
corpuscular volume of 70.3 fL and thrombocytopenia of
55/nL. Inflammatory markers were elevated as well: C-
(99 mg/L) and erythrocyte

sedimentation rate (120 mm/hr). Upon consultation with

reactive  protein

the Pediatric Gastroenterology service the patient was

admitted for further evaluation. On admission, the

patient underwent an investigation that included stool
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studies which were negative for blood and pathogens
(including Clostridium Difficile). Fecal leukocytes were
present. Due to the concern for IBD, a computed
tomography (CT) of the abdomen and pelvis was
obtained and revealed mural thickening of the ascending
and transverse colon with fat stranding. Segmental
colitis was then confirmed on colonoscopy, with
additional evidence of cryptitis, reactive lymphoid
hyperplasia and non-caseating granulomas in the
sigmoid colon on histopathology. A punch biopsy
performed on one of the gluteal lesions, at the same
time, was documented as granulomatous dermatitis
[Figure 2]. This was suspected, in the setting of IBD, to

be cutaneous Crohn’s Disease (CD).

Empiric treatment was initiated with Metronidazole and
Methylprednisolone for her gastrointestinal symptoms.
Sitz  Baths,

Hydrocortisone 1% were applied to the perineal lesions.

In addition, serial Mupirocin  and

However, the patient’s clinical course became
complicated by the development of a rectovaginal
fistula. This prompted treatment escalation with an
Infliximab regimen. After two weeks, the patient was
discharged with the diagnosis of CD with perineal
involvement. The gastrointestinal course improved
clinically on that treatment, mirroring the normalization
of inflammatory markers and hematological indices.
Within three years of diagnosis and treatment, while
being followed by a multidisciplinary team, the patient
reported progression of intertriginous lesions, this time
in a new location; the axillae [Figure 3] with infra-
mammary involvement. Another punch biopsy was
performed on the former, non-perineal lesion,
confirming the now clinical diagnosis of Hidradenitis

Suppurativa (HS), on pathological examination.
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Figure 1: Scattered inflammatory papules and erosions to bilateral labia majora and inguinal folds
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Figure 2: Multinucleated giant cells (arrows) and poorly formed granulomas (arrowheads) on histological specimen

of intergluteal lesion.
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Figure 3: Axilla with scarring and sinus tract with drainage.
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3. Discussion

HS is a chronic inflammatory disease involving
apocrine glands of the skin, characterized by recurrent
and painful, deep-seated nodules, abscesses, sinus tracts
and/or fistulas [1]. Apocrine glands are primarily found
in inverse areas of the skin such as the groin and axillae.
Generally developing after puberty, the majority of
cases arise in the second to third decades of life. There
is a prevalence of 1%, with women three times more
likely to be affected than men [2]. Smoking and obesity
have been identified as important parameters in disease
progression and severity [3]. Disease severity has been
defined using the Hurley’s Criteria. This classification
system is used to grade the severity of intertriginous
I-1Ill (Table 1) [4].

Chronicity is a hallmark of the disease, so early lesions

lesions according to Stages

at a single site should undergo surveillance, to avoid
misdiagnosis. The axillae and inguinal regions are the
two primary sites of involvement. Topographic gender
variation exists for non-axillary lesions with perineal,
perianal and gluteal being male-predominant [5]. Initial
presentations of non-axillary involvement call for a

broad differential.

In considering the differential diagnosis for a perineal
lesion, infectious, gastrointestinal and dermatological
etiologies should be considered. Herpes Simplex Virus
infection can result in genital ulcerations manifesting as
a crop of vesicles that are often painful and associated
with systemic symptoms such as fever and malaise (in
primary infection). Although usually singular, a
pilonidal abscess can occur when cysts within the
gluteal cleft become occluded by hair follicles, acting as
a nidus for bacterial growth, particularly Staphylococcal
Aureus. Such cases tend to present with an erythe-
fluctuant and tender Less severe

matous, mass.

manifestations include furuncles and carbuncles. In
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indolent, non-resolving lesions, an infective etiology
should be sought to consider mycotic organisms or
mycobacterium.  Gastrointestinal  associations  with
perineal lesions include extra-intestinal manifestation of
CD in the form of anoperineal ulcerations that may be
complicated by a fistulizing tract. Skin tags are also
common. In addition, Bechet’s Disease (BD) may
present with recurrent aphthous ulcers involving both
the oral and genital mucosa. The latter is a chronic,
autoimmune vasculitis with a multisystem involvement.
Interestingly, BD and HS fall under the same category
of neutrophilic dermatoses, a group of inflammatory
disorders  with infiltrates on

skin neutrophilic

histopathology [6].

There is a rare, but established association between CD
and HS, strongest in severe phenotypes and pancolitis
[7]. Up to 25% of patients with inflammatory bowel
disease experience extra-intestinal manifestations, some
as the primary presentation. Perineal pathology occurs
in 50% of these cases [8]. This can complicate the
diagnosis of HS when both disease states coexist. A
timeline has been identified for HS, with the diagnosis
made on average one decade after that of CD [9],
making the association more likely to present with the
adult gastroenterologist. Most CD associated perineal
lesions involve the epithelium of the anal canal and
contiguous mucosa. In the absence of another intertrig-
inous apocrine gland involvement, the consideration of
HS is difficult and can delay accurate diagnosis. To
assist in the differentiation, inter-gluteal prevalence has
been reported to be more common in IBD patients
complicated by HS [10]. If perianal disease is present
and fistulizing, then HS can be formally differentiated
from CD, as such HS-tracts do not extend beyond the
depth of the apocrine glands within the anal canal [11],

one third distal to the dentate line.
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Once diagnosed, the treatment options available for HS
are dictated by disease severity using the Hurley Staging
[12]. Topical Clindamycin (1-2%) or Resorcinol (15%),
a topical antiseptic, are the first line option for localized
Hurley Stage 1, whereas oral antibiotics such as
Tetracycline or Doxycycline are reserved for the more
widespread Hurley Stage Il lesions. Immunosuppressive
agents and/or surgery are used for refractory cases.
treatment

When associated with other pathology,

options should be discussed as part of a multi-

DOI: 10.26502/jppch. 74050079

disciplinary team to reduce side effects and enhance
dual disease quiescence. Similar to our patient above,
the majority of IBD-HS cases are diagnosed with the
more severe phenotype, Hurley Stage Il [9]. At this
point, the use of an immunosuppressive agent, Tumor
Necrosis Factor-alpha blocker (anti-TNF), is required to
control symptoms. Dose escalation is often needed [13],
with roughly 50% achieving clinical remission [14].
Deroofing and excision (local or wide) [12] are reserved

for those who fail medical treatment.

Hurley Stage | Dermatological Description

Patient Description

I Solitary, painful and deep-seated nodule that

usually progresses to an abscess formation.

“Lump, that is tender and painful to touch”

I Recurrent nodules or abscess formation, that often

sinus tracts.

coalesce forming larger secondary lesions with

“Much larger lump or swelling, that is

draining fluid or oozing”

i Multiple interconnected sinus tracts and abscesses,

that have formed hypertrophic fibrous scar tissue.

“Tight bands of tissue, that limits my arm

moving”

Table 1: Hurley Stages of Hidradenitis Suppurativa [4].

4. Conclusion

HS, when associated with CD, tend to present one
decade after the initial IBD diagnosis. Most perineal
lesions are presumed to be extra-intestinal manifesta-
tions of IBD. However, as is demonstrated in this case,
not all perineal lesions are so, even in a well established
disease. The differential diagnosis should remain broad
for perineal lesions, especially those arising early in the
clinical course. This case presents a much shorter
interval between IBD and HS diagnoses, and potentially
a dual presentation, which has not been appreciated in
the literature to date. Given that additional therapeutic
modalities for HS exist, early diagnosis may change the
treatment. This highlights a diagnostic challenge for the

treating physician when an unrelenting perineal lesion
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persists, at times, despite early immunologic IBD
treatment. In addition, it emphasizes the need to have
increased surveillance during transition of care for this
cohort of adolescent IBD patients in order to avoid a

misdiagnosis in new or refractory perineal lesions.
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