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Sir,
Cutaneous Crohn’s disease (CD), also known as metastatic CD, first described by Parks et al. in 1965 (1), is a
rare complication of CD in which granulomatous lesions
involving skin are separated from gastrointestinal lesions
by normal tissue. Cutaneous involvement may be the first
sign of CD, or more frequently, may appear during the
course of the disease (2). The pathogenic mechanism for
the development of these skin lesions is uncertain.
We report here a case of a young man with cutaneous
CD mostly involving the penis and scrotum without
bowel lesions.
CASE REPORT
A healthy 26-year-old man, with no personal or family history of
actual interest, was referred to our department from the Urology
department, where he had been hospitalized for 1 month due to
considerable inflammation and deformity of the scrotal region
and penis that prevented retraction of the prepuce. Testicular
ultrasound showed oedema of the soft tissue at this level with
no other remarkable alterations. A tentative diagnosis of hidradenitis suppurativa was made and treatment with amoxicillin
and ibuprofen resulted in mild improvement.
When admitted to the Department of Dermatology he presented with dramatic oedema of the penis and scrotum that caused
considerable deformity, along with atrophic scars at the base
of the penis, lateral sides of the scrotum and inguinal region
(Fig. 1). In the groin, induration papules and pustules were
found, with surrounding erythema of 8 months’ duration. In
the right axilla infiltration and two pustules were found, but no
accompanying scarring lesions at that site. One small external
haemorrhoid was observed in the perianal region. The patient
reported no fever, diarrhoea, pathological products in stools
(blood, mucus or pus) or weight loss.

Fig. 1. “Saxophone” deformity of the penis with scars on the skin surface
(A) and scrotal oedema with erythema and atrophic scars on the basis of
the penis (B).
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Histopathological study of a nodular lesion in the suprapubic
region showed numerous non-caseating epithelioid granulomas
with abundant multinucleate giant cells, with a mostly perivascular distribution, scattered throughout the entire thickness
of the dermis and the dermal-subcutaneous border (Fig. 2).
Cultures for Mycobacterium species and fungi of a fragment
of the cutaneous biopsy yielded negative results.
No macroscopic or microscopic signs of CD were observed
on colonoscopy. Histopathogical study of biopsies from the
terminal ileum and right colon showed no pathological changes
of the intestinal mucosa. The blood test showed leukocytosis
(12.380/mm3), reactive C protein: 0.8mg/dl and negative results
HLA-B27, p-ANCA and c-ANCA. On the basis of all previous
data, a diagnosis of metastatic CD was established.
The patient received treatment with 30 mg/day of deflazacort
(Zamene®) for 7 months, with slight improvement. At present,
the patient is receiving corticosteroids at the same dosage,
observing slower and incomplete recovery.

DISCUSSION
CD is a granulomatous, idiopathic, chronic inflammatory process that can involve any segment of the
gastrointestinal tract (3). The disease is a systemic
condition in which the most important extraintestinal
manifestation is cutaneous involvement (4). Cutaneous
CD is more frequently observed in patients with colon
or colorectal involvement than in those with involvement of the small intestine alone (5).
Cutaneous manifestations have been reported in
14–44% of patients with CD, depending on whether or
not perianal involvement is included (6). Although dermatological lesions in most patients occur as a clinical
symptom during the course of the disease, in 25% of
the cases they precede the diagnosis by 3–8 years (7),
as occurred in our patient.
Dermatological lesions described in CD can be
classified into several groups (8): (i) specific lesions
of cutaneous CD; (ii) reactive dermatosis; (iii) cutaneous manifestations secondary to malabsorption; (iv)
cutaneous manifestations secondary to treatment; and
(v) miscellaneous conditions. Cutaneous CD can also
be divided into two clinical forms: genital (56%) and
extragenital (44%). Two-thirds of children with CD
present genital involvement, in comparison with 50%
of adults with CD (9).
In patients with cutaneous CD, cutaneous manifestations and intestinal involvement do not always follow
a parallel course, and in fact, treatment of the bowel
disease is not always followed by improvement of the
cutaneous lesions (10).
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Fig. 2. Scanning power view of the cutaneous biopsy
showing cystic spaces and granulomatous infiltrates
involving the full-thickness of the dermis (A)
(original magnification ×10). Higher magnification
showing non-caseating granulomas with epithelioid
histiocytes and abundant number of multinucleated
giant cells (B) (original magnification ×200).

In rare instances (less than 100 cases reported in the
literature), cutaneous lesions are found in areas anatomically distant from the gastrointestinal tract, separated
by normal skin. This entity is known as metastatic CD
and comprises a high clinical variability of cutaneous
lesions including ulcers, papules, nodules, hard plaques
and crusts. It can affect any area of the skin, but the
lower extremities, skin folds and external genitals are
the most commonly involved sites (11).
Histopathologically, the findings in cutaneous lesions
of CD are not characteristic, but the most frequent features include non-caseating epithelioid granulomas with
some multinucleate giant cells, mainly of perivascular
distribution, scattered throughout the entire thickness of
the dermis and, sometimes, extending to subcutaneous
fat (9).
Differential diagnosis of cutaneous CD should be
established with other granulomatous disorders, including sarcoidosis, tuberculoid leprosy, tuberculosis,
infections caused by opportunistic mycobacteria, some
fungal infections, granuloma annulare, venereal lympho
granuloma, foreign body granuloma and pelvic or
retroperitoneal neoplastic processes (12). Most of these
infectious granulomatous processes may be ruled out by
cultures and microbiological investigations.
Most cutaneous manifestations of CD tend to become
chronic (13). Treatment with prednisolone and methylprednisolone have been first-drug regimens. However,
the response has not been satisfactory in all cases,
and other drugs have been administered with variable
response, including sulfasalazine, azathioprine, 6-mercaptopurine, metronidazole, ciprofloxacin, cyclosporine
and infliximab. There are also patients that have been
treated by dermatological and intestinal surgery (14).
Involvement of the penis and scrotum by CD is very
rare. In our literature review we found only one similar
case of a man with deforming oedema of the penis,
without intestinal involvement (15).
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