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1 | INTRODUCTION

Celiac disease (CD) is an immune-mediated enteropa-
thy triggered by dietary gluten sensitivity characterized
by a large variety of atypical presentations, especially in
adults, with several extra-intestinal manifestations (EIM),
including skin diseases."” Pyoderma gangrenosum (PG)
is among the exceptional EIM of CD.** We here report a
case of a 52-year-old patient who presented with PG that
turned out to be the initial presentation of CD.

2 | CASE HISTORY AND
EXAMINATION

A 52-year-old patient, with a family history of CD, pre-
sented to our dermatology department with painful ul-
ceration of the left leg, evolving in a centrifugal way for
3 months. Skin examination showed large superficial
ulceration with pus discharge and active inflammatory
borders (Figure 1). Achromic bilateral and symmetrical
macules were noted on the legs (Figure 2).
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3 | INVESTIGATIONS AND
DIAGNOSIS

The skin biopsy showed a neutrophilic dermal infiltrate
with signs of vasculitis, in favor of PG. Upper GI en-
doscopy showed loss of kicking folds in the descending
duodenum and the histopathology revealed complete
villous atrophy. The serology markers were positive for
antigliadin, antireticuline, and anti-endomysial antibod-
ies. Endoscopy, biological, and morphological analyses
ruled out systemic diseases frequently associated with PG.
Based on the above findings, the diagnosis of PG and viti-
ligo associated with CD was made.

4 |
UP

MANAGEMENT AND FOLLOW-

The patient was managed with a gluten-free diet, pred-
nisone 0.5 mg/kg daily, and LED therapy. Complete
healing of the skin lesion was obtained after 3 months of
treatment.
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FIGURE 1 Large superficial ulceration with pus discharge and
active inflammatory borders

FIGURE 2 Achromic bilateral and symmetrical macules were
noted on the legs.

5 | DISCUSSION
The current case is being reported given the clinical pres-
entation of CD could be misleading especially in adults. In
fact, our patient did not have any gastrointestinal symp-
toms; she sought and attracted medical attention due to
skin disorders, namely PG and vitiligo. CD is thought to
be underdiagnosed in adulthood in part owing to the fact
that physicians are not aware of the high prevalence of
EIM in this age group while many patients may seek med-
ical advice because of them.

In the last years, growing evidence has documented
the involvement of skin diseases among the EIM of CD

which can no longer be considered a simple random.*
Besides the well-known association between CD and
dermatitis herpetiformis, many other dermatoses are
actually more common or show atypical presentation
often associated with resistance to standard therapies in
those patients.* Among these are autoimmune, allergic,
and inflammatory diseases.” Lupus erythematosus, der-
matomyositis, Behcet disease, and vitiligo are frequently
reported, while prurigo, erythema nodosum, and erythro-
derma result very rare.*’

Although rare, the association between CD and vitil-
igo is well documented. The prevalence of vitiligo in the
general population is estimated to be 0.5%-2%. In cohorts
of celiac patients, a higher prevalence of 3.8%-9.1% has
been noted. CD autoantibodies are more frequent in the
serum of vitiligo patients compared with normal individu-
als. Both of these autoimmune diseases may be stimulated
by a common immune system signal triggered by gluten.
A convincing argument in favor of this hypothesis was the
improvement of vitiligo in CD patients after the introduc-
tion of GFD.

In summary, this case report highlighted the impor-
tance of considering cutaneous manifestations in CD pa-
tients presenting in adulthood. It also adds to the pool of
knowledge about the presentation and management of PG
in association with CD. Clearly, the CD is probably an un-
derrecognized etiology of PG. the diagnosis of PG should
raise the possibility of concomitant CD, since its diagnosis
can be challenging and the results of the delay to treat it
devastating. On the contrary, the CD should sensitize us to
the possible future development of PG.

Pyoderma gangrenosum is an inflammatory neutro-
philic dermatosis classically associated with a wide vari-
ety of etiologies, including inflammatory bowel disease,
rheumatic arthritis, leukemia, and lymphoproliferative
disorders.® In our case, thorough testing excluded con-
current inflammatory diseases frequently associated with
PG and leads us to diagnosis an atypical adult CD as PG's
etiology.

The association between PG and CD, although un-
usual, has been previously described.**® Only few occa-
sional observations were described in the literature.>* CD
was often severe, resistant to steroids and immunosup-
pressive drugs.® Although autoimmunity might be con-
sidered a putative common pathogenetic mechanism, the
pathogenic link between the diseases remains unclear.
Emiliano Antiga recently proved that IL15 may have an
independent role in the pathogenesis of PG as they de-
tected an over-expression of IL15 in the inflammatory in-
filtrate of PG.” This marker has been long investigated in
CD.” Thus, we think that this may suggest a pathophysio-
logical pathway between PG and CD.
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6 | DISCUSSION

In summary, this case report highlighted the importance
of considering cutaneous manifestations in CD patients
presenting in adulthood. It also adds to the pool of knowl-
edge about the presentation and management of PG in as-
sociation with CD.
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