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Abstract  

Pyodermatitis vegetans (PV) is a rare inflammatory dermatosis of unknown etiology and difficult diagnosis characterized by 

vesiculopustular, exudative, and vegetating plaques usually localized in the axillary, genital, and oral region. It bears 

similarities to pemphigus vegetans but clinical history, histology, and immunofluorescence help confirm the diagnosis. 

Pyodermatitis vegetans is often associated with an underlying gastrointestinal disorder, especially ulcerative colitis. No 

standardized treatment plan is available for PV. Its evolution tends to follow the progression of the underlying disorder. We 

report a patient with vulvar PV with good response to systemic antibiotics and corticosteroids.  
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Introduction 

Pyodermatitis vegetans (PV) is a rare inflammatory dermatosis of unknown etiology that may represent a variant of pyoderma 

gangrenosum. Most cases of PV are diagnosed in individuals of 20 to 60 years of age and men are affected more commonly 

than women 1. It is often associated with an underlying gastrointestinal disorder such as ulcerative colitis in 53%, or less 

commonly, Crohn disease in 11% 1. Other diseases that might be linked to PV include HIV infection, zinc deficiency, 

chronic myeloid leukemia, and liver dysfunction 3-4. Predisposing factors can include bacterial infections in patients with 

compromised immune systems 3. However, PV has also been reported in healthy patients 4.  

Cutaneous involvement (pyodermatitis) with large vesiculopustular, exudative, vegetating plaques can affect the genital and 

the axillary region as well as the scalp. Less frequently it involves the face, chest, and extremities. The oral mucosa is also 

frequently affected (pyostomatitis), presenting as multiple tiny, creamy-yellow pustules set against a diffuse, intensely 

erythematous background. The pustules are easily ruptured, leading to shallow erosions and ulcerations. Vaginal, nasal, and 

ocular mucosae can also be affected 5.  

We describe a patient with vulvar PV with a good response to systemic antibiotics and corticosteroids.  

Case synopsis 
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A 79-year-old woman, previously healthy, was observed for a painful eruption of the vulva with 3 months of evolution. She 

completed multiple antibiotic courses without improvement. On physical examination, she presented with well defined 

vegetating pustular exudative plaques on the vulva with extension to the inner thighs and the periumbilical region (Figure1). 

She had no lesions on oral or vaginal mucosae.  

 

Figure 1. Vegetating pustular exudative plaques on the vulva with extension to the internal face of the thighs (a) and the periumbilical 

region (b). 

Laboratory tests showed a peripheral eosinophilia (820/µL) and an increased rate of erythrocyte sedimentation (36s). Liver 

function was normal. Serology for syphilis and HIV were negative. Histopathological examination revealed a 

pseudoepitheliomatous hyperplasia with dense inflammatory infiltrate composed of neutrophils and eosinophils forming 

microabscesses in the upper dermis (Figure 2).  

 

Figure 2. Pseudoepitheliomatous hyperplasia with a dense inflammatory infiltrate composed of neutrophils in the upper dermis - 

hematoxylin-eosin staining, x10 (a). Neutrophils aggregate forming microabscesses in the dermis - hematoxylin-eosin staining, x40 (b).  



 
Direct and indirect immunofluorescence tests were negative. Wound culture was positive for Staphylococcus aureus and 

Corynebacterium species. Mycobacterial and fungal culture were negative. Colonoscopy was normal without signs of 

inflammatory bowel disease. 

Based on these findings, the diagnosis of PV was made. The patient was treated with oral amoxicillin/ clavulanic acid 875/ 

125mg twice daily during two weeks and oral prednisolone 40mg/day (0.5mg/kg/day), which was gradually withdrawn over 1 

month. The skin lesions cleared to residual hyperchromic macules within the first week of treatment (Figure 3) and there was 

no recurrence of the disease after 12 months of follow-up.  

 

Figure 3. Residual hyperchromic macules after one week of treatment on the vulva (a) and the periumbilical region (b). 

DISCUSSION 

In 1979, Su et al. proposed several criteria for the diagnosis of PV: a) large vegetating plaques with multiple pustules and 

elevated border; b) pseudoepitheliomatous hyperplasia with intra and/or subepithelial neutrophilic or eosinophilic 

microabscesses on histological examination; c) growth of a least one pathogenic bacteria; d) negative culture for deep fungi, 

atypical mycobacteria or mycobacterium tuberculosis; e) and normal bromide levels 6.  

The hematological and biochemical assessments are within the normal limits in most cases, except for peripheral eosinophilia 

and increased rate of erythrocyte sedimentation that can be found in 90% of the cases, having diagnostic value 1. 

Approximately 26% of the patients with PV present with some kind of liver dysfunction such as sclerosing cholangitis, 

chronic hepatitis, and pericolangitis 1.  

The differential diagnosis of PV comprises pemphigus vegetans, deep fungal infections, tuberculosis cutis verrucosa, 

halogenoderma, squamous cell carcinoma and Sweet syndrome 2. Since pemphigus vegetans may show clinical and 

histopathological findings similar to PV, the two are difficult to distinguish from each other. Unlike PV, pemphigus reveals 

deposits of IgG and C3 by direct immunofluorescence and positivity of circulating antibodies by indirect immunofluorescence 

7. On PV, the immunofluorescence is mostly negative. However, PV may show weakly positive direct immunofluorescence, 

representing a response to epithelial damage 8.  

Investigation of PV should include: hematological and biochemical assessments with liver function, tissue biopsy, direct and 

indirect immunofluorescence, bacterial, fungal, and mycobacterial culture, and complete gastrointestinal evaluation 2.  

No standardized treatment plan is available for PV. The response to systemic steroids, at the dose of 0.5 - 1mg/kg/day, is 

usually good and rapid 9. Despite the bacterial etiology of the lesions, systemic antibiotics alone are not an effective 

treatment 1, 6. Many other treatment modalities, including dapsone, azathioprine, cyclosporine, and topical tacrolimus, have 

been reported in case reports and are generally accepted as second line therapies 4, 9-10.  



 
In cases of PV with inflammatory bowel disease (IBD), the treatment of PV should focus on the control of the underlying 

disorder. There is report of the effectiveness of infliximab with methotrexate to control PV in Crohn disease 11. Total 

remission has already been observed after total colectomy for treatment of subjacent IBD 10.  

Skin lesions of PV may precede gastrointestinal symptoms of IBD in approximately 15% of the cases indicating the need of 

regular and careful gastrointestinal monitoring of these patients 12.   
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