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Introduction
Leukocytoclastic vasculitis is a small-vessel, hypersensitivity 

vasculitis with an incidence rate of 0.003%.1,2 Typical 

presentation includes lower extremity palpable purpuric skin 

rash with associated pain and burning parathesias.1,2 Internal 

organ involvement is unusual, but most commonly includes the 

kidneys, joints, and gastrointestinal tract.1,2 Laryngeal 

involvement is particularly rare, occurring in 4 to 10% of cases.3

While any internal involvement portends a poor prognosis, the 

presence of otolaryngologic manifestations has been shown to 

increase the mortality risk, especially in patients with ANCA-

associated vasculitis.1,4

Objectives
1. Describe a case of leukocytoclastic vasculitis presenting as a 

hypopharyngeal tumor.

2. Review existing literature and discuss the presentation, 

evaluation, and management of laryngeal involvement by 

vasculitides.

Case Report and literature review. Patient medical records and 

imaging reviewed retrospectively.  Medline search conducted 

using terms “vasculitis” “larynx” “laryngeal,” relevant articles 

reviewed. 

Methods

A 47 year-old female smoker with a remote history of 

leukocytoclastic vasculitis  presented to the Emergency 

Department with hoarseness and acute inspiratory stridor.  Neck 

CT revealed a large, heterogeneous left hypopharyngeal mass 

concerning for malignancy.  Fiberoptic laryngoscopy 

demonstrated left vocal fold paralysis, right vocal fold paresis, 

and airway narrowing. She was taken to the Operating Room 

for awake tracheostomy and laryngoscopy with biopsy.  Biopsy 

of the left false vocal cord demonstrated focal high-grade 

squamous dysplasia. Repeat biopsy revealed only chronic 

inflammation with no malignancy.  Rheumatologic evaluation 

included proteinase 3, myeloperoxidase, and ANCA titers, which 

led to diagnosis of ANCA positive leukocytoclastic vasculitis.  

Case Report

1. A multidisciplinary approach was employed for treatment of 

laryngeal manifestations of leukocytoclastic vasculitis

2. Immunosuppressive therapy with Rituximab and prednisone was 

utilized under guidance of the Rheumatology team

3. With improvement in symptoms, patient has successfully been 

downsized to a #4 tracheostomy tube and is tolerating Passey Muir 

Valve use 

4. Repeat flexible fiberoptic laryngoscopic exam revealed improved 

right vocal fold abduction, persistent immobility of the left vocal fold, 

and a grade 3 posterior glottis stenosis

5. Future operative intervention by Otolaryngology is planned to 

include microdirect laryngoscopy with left cordotomy and possible 

dilation

Results

1. Laryngeal manifestations of vasculitis is varied and can include mild 

inflammation, cricoarytenoid arthritis with resulting joint fixation, and 

airway obstruction secondary to edema.3

2. While the clinical course is typically acute and self-limited, 10% of 

patients experience recurrent or chronic forms. 1,2

3. Diagnosis is confirmed via histological examination from biopsy of 

affected tissue.2

4. Histopathology reveals vascular and perivascular inflammatory cells, 

loss of endothelial cells, and fibrinoid necrosis. 1,2

5. Although unusual, vasculitis must be on the differential for patients 

presenting with laryngeal abnormalities, especially those with 

rheumatological history or serologic abnormalities. 

6. While treatment is usually conservative, this is ineffective for cases 

with internal organ involvement.2

7. Given the systemic nature of the disease, we strongly advocate for 

early recognition and prompt initiation of immunosuppressive 

therapy as both are critical to optimizing patient outcome. 

Conclusion

Figure 1. Fibrinoid necrosis of the vessel walls, neutrophilic infiltrate, and extravasated red blood cells

Figure 2 (left): Hypermetabolic activity centered in supraglottic airway and glottis.
Figure 3 (right): Heterogeneous soft tissue mass in the left retropharyngeal soft tissue, compressing the 
left piriform sinus and narrowing the hypopharynx. 


