Reply to: “New validated diagnostic ‘?‘
criteria for pyoderma -
gangrenosum’’

To the Editor: We would like to thank Maverakis et al
for expressing interest in our article and for raising
important discussion points.' In particular, we
applaud them for drawing attention to the new
diagnostic criteria for pyoderma gangrenosum (PG)
that were published this year.”® These criteria
represent an important step forward in the diagnosis
of PG.

Maverakis et al contend that PG should no longer
be labeled a diagnosis of exclusion, as it is
impractical to have a medical diagnosis that requires
one to rule out all other possible diagnoses.” We
respectfully disagree. From a semantic standpoint,
we believe that the label “diagnosis of exclusion” is
crucial to remind physicians to exclude mimickers,
such as ulceration of vascular, infectious, inflamma-
tory, and neoplastic etiologies, before rendering a
diagnosis of PG.” For example, failing to exclude
infection before initiating immunosuppressive
therapy could have dire consequences for the patient
and medicolegal ramifications for the physician.
Indeed, in their article, Weenig et al demonstrated
that PG is commonly misdiagnosed and concluded
that a thorough evaluation is required in all patients
suspected of having PG to rule out alternative
diagnoses.’

The sole major diagnostic criterion for ulcerative
PG yielded by the Delphi exercise was biopsy of
ulcer edge demonstrating a neutrophilic infiltrate.”
Biopsy is also wvaluable to evaluate for PG
mimickers. Although we acknowledge that
excluding every alternative diagnosis in every
patient may not be practical, at a minimum we
recommend that patients with a suspected diagnosis
of ulcerative PG undergo a thorough history and
physical examination, a skin biopsy with tissue
culture, a complete blood count with differential,
and age-appropriate malignancy screening, with
further evaluation guided by the patient’s age,
comorbidities, and symptoms according to the
clinical judgment of the treating physician.”

Maverakis et al appropriately question our “key
point” that systemic corticosteroids are the
therapeutic criterion standard for PG. This key point
glosses over the nuance that we presented in the
body of our article, and we appreciate the
opportunity for clarification. The original diagnostic
criteria for PG proposed by Su et al listed rapid
response to systemic steroid treatment as the fourth
minor criterion.” From a historical perspective,
systemic corticosteroids have been used as the
therapeutic criterion standard against which novel
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steroid-sparing therapies have been measured. In
our discussion regarding the management of PG,
we noted that cyclosporine and tumor necrosis
factor-a inhibitors are now considered first-line
therapies for PG along with systemic corticoste-
roids. We emphasized that individual patient
characteristics should guide the physician in
selecting first-line therapy.’

In conclusion, we thank Maverakis et al” for their
letter and their contributions to the literature on PG.
We look forward to reading more of their work and,
we hope, collaborating to shed light on this
challenging disease.
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