


Case Report
Pyoderma Gangrenosum as the Initial Presenting Manifestation of Ulcerative Colitis: A Case Report and Literature Review
 

Abstract
Pyoderma gangrenosum (PG) is a rare neutrophilic dermatosis frequently associated with inflammatory bowel disease (IBD), particularly ulcerative colitis (UC). Although PG usually occurs during the course of established IBD, it may rarely precede the intestinal manifestations, creating a significant diagnostic challenge. We report the case of a 36-year-old woman with no relevant medical history who presented with severe painful ulceronecrotic skin lesions involving the left wrist and dorsal region, without digestive symptoms. Histopathological examination revealed a dense neutrophilic dermal infiltrate. After extensive exclusion of infectious, vascular, neoplastic, and autoimmune causes, the diagnosis of PG was established according to the Maverakis et al. criteria. Systemic corticosteroid therapy was initiated, resulting in progressive healing of the cutaneous lesions. Two months later, the patient developed bloody diarrhea and abdominal pain. Colonoscopy demonstrated continuous inflammatory lesions compatible with moderately active left-sided UC, and histological examination confirmed the diagnosis. Oral mesalazine was introduced in association with corticosteroid tapering, leading to a favorable clinical course for both cutaneous and intestinal manifestations. This case highlights PG as a possible initial extraintestinal manifestation of UC, preceding digestive symptoms. The atypical localization of the lesions and the absence of gastrointestinal complaints at presentation contributed to the diagnostic difficulty. Early recognition of PG should prompt systematic screening for underlying IBD, as timely diagnosis may significantly influence therapeutic management and long-term prognosis.
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Introduction
Pyoderma gangrenosum (PG) is a rare neutrophilic dermatosis of uncertain etiology, with an estimated incidence of 3 to 10 cases per million inhabitants per year [1]. First described by Brunsting et al. in 1930, it typically manifests as painful cutaneous ulcerations with undermined violaceous borders, progressing gradually and potentially reaching considerable dimensions [2]. Lesions generally begin as pustules or erythematous nodules that rapidly ulcerate, giving way to deep ulcers with a necrotic base [3].
PG is frequently associated with systemic diseases in approximately 50% of cases [4]. Among these, chronic inflammatory bowel diseases (IBD) — particularly Crohn's disease and ulcerative colitis — represent the most common associations, found in 30% of PG cases [5]. Although PG most often occurs in patients with an already-established IBD, it may also precede the diagnosis of the digestive disease, sometimes by several months or years, thereby constituting a true initial presentation and a significant diagnostic challenge [6].
The pathophysiology of PG remains incompletely understood. Abnormalities in innate immune response, neutrophil dysfunction, and dysregulation of interleukin signaling pathways (notably IL-1β, IL-17, and TNF-α) appear to play a central role in the pathogenesis of this condition [7]. The discovery of PSTPIP1 gene mutations in certain syndromic forms underscores the genetic component of the disease [8].
The diagnostic criteria of Maverakis et al. (2018) currently represent the reference standard, based on one major criterion — a skin biopsy at the ulcer border showing a neutrophilic infiltrate — and eight minor clinical, historical, and disease course criteria, including the exclusion of infection [9].
We report the case of a 36-year-old patient in whom severe pyoderma gangrenosum constituted the initial presenting manifestation of left-sided ulcerative colitis, diagnosed subsequently after the appearance of digestive symptoms during follow-up. This observation underscores the importance of systematically investigating for IBD in any case of pyoderma gangrenosum, even in the absence of initial digestive manifestations.

Case Report
A 36-year-old woman with no notable personal or family medical history was admitted to the dermatology department for painful skin lesions evolving over six weeks. On history-taking, there was no notion of recent trauma, unusual medication intake, or associated digestive symptoms.
Dermatological examination revealed two major ulcero-necrotic lesions, located respectively at the left wrist (Figure 1) and the dorsal region (Figure 2). The lesions presented as deep ulcerations with a necrotic base, undermined and infiltrated violaceous borders, with extension to the subcutaneous tissue and marked pain. The overall picture was strongly suggestive of pyoderma gangrenosum.
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Figure 1: Pyoderma gangrenosum lesion at the left wrist.
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Figure 2: Pyoderma gangrenosum lesion located in the dorsal region.

Laboratory workup revealed a marked inflammatory syndrome with C-reactive protein elevated at 150 mg/L and neutrophil-predominant leukocytosis at 12,000/mm³. Comprehensive infectious workup — including bacterial, mycobacterial, and fungal cultures from lesion samples as well as viral serologies — was negative.
Histopathological examination of skin biopsies taken at the lesion borders revealed a dense dermal inflammatory infiltrate predominantly composed of neutrophils, with signs of tissue necrosis, without evidence of overt vasculitis or specific infection. These histological findings, combined with the Maverakis et al. clinical criteria, confirmed the diagnosis of pyoderma gangrenosum.
Systemic corticosteroid therapy with prednisone at a dose of 1 mg/kg/day was initiated, resulting in progressive improvement of the skin lesions.
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Figure 3: Pyoderma gangrenosum lesions in the process of healing under corticosteroid therapy.

Two months after the initiation of treatment, the patient reported the onset of bloody mucous diarrhea with three bowel movements per day, associated with rectal symptoms including tenesmus and fecal urgency. No obvious triggering factor was identified.
Total colonoscopy revealed continuous inflammatory involvement affecting the rectum, sigmoid colon, and descending colon, with a clear demarcation line at the descending colon–transverse colon junction. The mucosa was erythematous, friable on contact, with loss of the vascular pattern, compatible with moderately active left-sided ulcerative colitis (Mayo endoscopic score 2). The transverse colon, right colon, and terminal ileum were macroscopically normal.
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Figure 4: Endoscopic appearance of left-sided ulcerative colitis (Mayo score 2).

Serial colonic biopsies on histopathological examination showed a diffuse lymphoplasmacytic infiltrate of the lamina propria, associated with architectural glandular distortion, cryptitis, and crypt abscesses. An infectious etiology was formally excluded by negative stool cultures and negative parasitological stool examination. The overall histological findings were compatible with the diagnosis of ulcerative colitis.
Systemic corticosteroid therapy was continued on a progressive tapering schedule. Oral mesalazine at a dose of 3 g/day, combined with topical treatment, was initiated. The clinical course was favorable with progressive resolution of digestive symptoms and normalization of the inflammatory syndrome.
Simultaneously, the pyoderma gangrenosum lesions continued to improve with progressive reduction in size, decreased exudate, and gradual re-epithelialization.

Discussion
The case we report illustrates a particularly noteworthy presentation of pyoderma gangrenosum as the revealing manifestation of ulcerative colitis (UC), in the absence of any initial digestive symptoms. Cutaneous extra-intestinal manifestations represent a heterogeneous group of frequent complications of IBD, found in approximately 9.5% of UC cases and 19% of Crohn's disease cases, encompassing mainly pyoderma gangrenosum, erythema nodosum, and aphthous stomatitis [10]. Among these, PG remains the most debilitating, with a prevalence of 0.5 to 2% in patients with IBD, and a preferential association with UC rather than Crohn's disease [11].
The key feature of this case is the chronological sequence of events: the cutaneous PG lesions preceded the clinical onset of UC by several weeks. This sequence, although less common than PG occurring in the context of established IBD, has already been described in the literature [12]. In approximately 9% of cases, PG may precede the diagnosis of IBD, sometimes by several months [12]. The situation of our patient, in whom UC was diagnosed two months after the initiation of corticosteroid therapy, underscores the importance of active digestive surveillance and the performance of colonoscopy when supported by clinical, biological, or disease course findings. The atypical cutaneous locations observed in our case — at the wrist and back — also deserve emphasis, as PG associated with IBD typically involves the lower limbs [12,13].
From a pathophysiological standpoint, the link between PG and UC is explained by a shared immune dysfunction, involving aberrant neutrophil activation, exaggerated production of pro-inflammatory cytokines such as IL-1β, IL-17, and TNF-α, as well as a disruption of intestinal epithelial barrier homeostasis [7,12]. These mechanisms of systemic immune activation may promote the development of distant cutaneous lesions, even in the absence of clinically apparent colitis [14].
From a diagnostic perspective, our observation illustrates the challenges inherent to pyoderma gangrenosum, whose diagnosis remains clinico-histological and one of exclusion. In our case, the diagnosis was established according to the Maverakis et al. (2018) criteria, with the patient presenting the major histological criterion along with several minor criteria, notably the exclusion of infection, the characteristic clinical appearance of the lesions, and their improvement under corticosteroid therapy [9]. The pathergy phenomenon — worsening of lesions following minor skin trauma — constitutes an additional clinical clue, although it was not observed in this case [15]. Rigorous exclusion of differential diagnoses, including vascular ulcers, deep fungal infections, and vasculitides, is essential, particularly in the absence of a suggestive digestive context.
The therapeutic management of our patient consisted of systemic corticosteroid therapy as first-line treatment for PG, in accordance with current recommendations [16]. The subsequent introduction of mesalazine, following the diagnosis of UC, achieved a favorable response in both conditions. This favorable outcome under mesalazine in mild-to-moderate forms of left-sided UC is well established [17]. It should be noted, however, that in forms of PG associated with IBD requiring biologic therapy, anti-TNF-α agents — particularly infliximab — allow simultaneous treatment of both conditions, with a growing level of evidence [18]. In our case, the moderate activity of the UC and the good initial response to corticosteroid therapy justified a conventional approach, without recourse to biologic therapies.

Conclusion
Pyoderma gangrenosum may constitute an initial extraintestinal manifestation of ulcerative colitis, preceding the appearance of digestive symptoms by several weeks or months. Our observation illustrates this unusual presentation through atypically located lesions and the absence of initial intestinal manifestations, making diagnosis particularly challenging. It underscores the importance of a rigorous diagnostic approach based on the exclusion of differential diagnoses and the application of validated diagnostic criteria.
In any case of pyoderma gangrenosum, even isolated and without digestive symptoms, systematic investigation for inflammatory bowel disease should be considered, combined with regular clinical surveillance. Early recognition of this association enables appropriate and multidisciplinary management, capable of improving both cutaneous and digestive outcomes for patients.

Limitations
This observation presents the limitations inherent to a single case report, precluding generalization or establishment of a causal relationship. Furthermore, the limited follow-up does not allow evaluation of long-term outcomes or recurrence risk. Prospective studies and larger case series are needed to better characterize the association between pyoderma gangrenosum and inflammatory bowel disease.
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