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Abstract 

Granulomatosis with polyangiitis (GPA), also known as 

Wegener's granulomatosis, is a rare autoimmune illness 

characterized by necrotizing granulomatous inflammation 

with vasculitis of small to medium-sized blood vessels. GPA 

primarily affects the upper and lower respiratory tracts, as 

well as the kidneys, although it can also impact other organs 

and systems. GPA with neurological involvement is 

infrequent, and sensory motor neuropathy is a rare 

manifestation. The purpose of this case report is to present 

the clinical characteristics, diagnostic workup, therapy, and 

outcomes of a patient with sensory motor neuropathy as the 

early manifestation of GPA. 
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Introduction 
Granulomatosis with polyangiitis (GPA), often known as Wegener granulomatosis, is a rare multisystem autoimmune illness 

with an unknown cause [1]. GPA is a form of anti-neutrophil cytoplasmic antibody (ANCA) associated vasculitis (AAV) that 

primarily affects small to medium-sized arteries [2]. It can affect both men and women equally, with a reported mean age of 

onset of 55 years [3]. Granulomatosis with polyangiitis (GPA) is characterized by upper or lower respiratory tract symptoms as 

well as renal involvement. Although it usually affects the peripheral nervous system, with mononeuritis multiplex being the 

most common pattern, peripheral sensory-motor polyneuropathy as a presenting manifestation is quite uncommon. Digital 

gangrene is also relatively uncommon in GPA [4]. GPA is a relatively uncommon condition, with an estimated prevalence of 

24-152 instances per million people [5]. If left untreated, the condition usually progresses quickly to death, with 82% of patients 

dying within a year [6]. Thus, precise and timely diagnosis of GPA is critical for improving prognosis [4]. Although a 

considerable proportion of GPA patients develop peripheral nervous system (PNS) dysfunction during the course of the 

disease, presentation with peripheral neuropathy is uncommon, as noted below. Furthermore, the prevalence of digital ischemia 

and gangrene in the GPA population is as low as 1%, according to the available literature [7]. We present a case of GPA with 

distal sensory-motor polyneuropathy and digital ischemia, both of which are unusual and uncommon symptoms of GPA. 

 

Case Report 

A 30-year-old female presented with complaints of right foot pain and edema that had persisted for three years, as well as 

associated bodyaches. A 3x3 cm enlargement on the right foot was discovered during a physical examinaton. Motor and 

sensory nerve conduction investigations were performed as diagnostic tests. The motor nerve conduction examination 

indicated diminished compound muscle action potentials of the right Common Peroneal nerve, as well as the absence of F-

wave responses. Furthermore, compound muscle action potentials were drastically diminished in the left Common Peroneal 

and right Tibial nerves, with no F-wave responses. The left Tibial nerve did not respond. The sensory nerve conduction 

investigation revealed that the Sural and Superficial peroneal nerves were not responding. A Doppler scan of the right lower 

leg revealed competent saphenofemoral and saphenopopliteal junctions, as well as normal diameter and compressibility of the
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common femoral, superficial femoral, and popliteal veins. 

There was no evidence of deep vein thrombosis or cellulitis. 

The laboratory results revealed abnormal liver function 

tests, including ALP at 104, ALT at 79, and AST at 52. The 

creatinine level was 0.5. At 1.89, ANCA-C was positive, 

whereas ANCA-P was negative. The ESR was 30 and the 

CBC was within normal limits. Anti-HCV and HBsAg 

testing came out negative. Peripheral neuropathy was 

diagnosed based on these clinical symptoms. The diagnosis 

of granulomatosis with polyangiitis (GPA) manifesting as 

sensory motor neuropathy was obtained based on the 

clinical presentation and laboratory findings. The patient 

was begun on high-dose corticosteroids (prednisone) as well 

as immunosuppressive therapy with cyclophosphamide. The 

patient's symptoms gradually improved over the course of 

several months of therapy, leading to ulcer healing and 

neuropathy improvement. The treatment was helpful since 

the patient found alleviation from their foot pain, edema, 

and accompanying bodyaches. 

 

 
 

Fig 1: Post Treatment healed ulcer 

 

Discussion 

Granulomatosis with Polyangiitis (GPA) is a rare 

autoimmune condition that damages blood vessels and can 

cause a variety of symptoms, including involvement of the 

pulmonary, renal, and peripheral neurological systems. 

Sensory motor neuropathy is a rare form of GPA, with only 

a few cases recorded in the literature [8]. Up to 90% of 

individuals with GPA initially appear with upper airway 

disease, which also frequently involves the ears, nose, and 

throat. Other clinical symptoms that may be present in 

patients with lung or airway involvement include cough, 

dyspnea, stridor, wheezing, and hemoptysis. A common 

occurrence is renal involvement, with glomerulonephritis 

eventually occurring in 77–85% of patients over the course 

of the disease. Leukocytoclastic angiitis, urticaria, livedo 

reticularis, and nodules on the skin, as well as uveitis, 

conjunctivitis, episcleritis, scleritis, corneal ulceration, optic 

neuropathy, and retinal vasculitis in the orbits, are additional 

locations where GPA can present [9, 10, 11]. Neurologic 

symptoms of GPA are rare at the time of presentation. They 

may exhibit numerous mononeuritis, sensory neuropathy, 

abnormalities of the cranial nerves, mass lesions of the 

central nervous system, external ophthalmoplegia, and 

sensorineural hearing loss [12]. Clinical signs of peripheral 

and central nervous system involvement can also be seen in 

GPA patients. The most prevalent condition in this 

population is peripheral neuropathy. Rarely does the central 

nervous system get involved. In a study of 128 GPA 

patients, De Groot et al. found that over half of the patients 

experienced neurologic symptoms. Only 7% of individuals 

had central nervous system involvement, whereas 43.8% of 

those had peripheral nervous system involvement in the 

form of sensorimotor polyneuropathy or mononeuritis 

multiplex [13]. In general, neurologic involvement at GPA 

presentation is rare. The identical observation was seen in 

our patient, making this instance a peculiar GPA 

presentation. It was difficult to diagnose two cases of small- 

and medium-sized vasculitis because of peroneal nerve 

involvement, according to Ripellino et al [14].Uncertainty 

surrounds the pathophysiology of the neurological 

symptoms associated with GPA. The blood arteries 

supplying the peripheral nerves are thought to become 

inflamed as a result of immune complex deposition. As a 

result, there are sensory and motor deficiencies because of 

ischemia and injury to the nerve fibers [1].  

GPA-related sensory motor neuropathy might be difficult to 

diagnose since a high index of suspicion is needed. Clinical 

manifestations of inherited neuropathies or diabetes mellitus 

may resemble other causes of peripheral neuropathy. 

However, some characteristics, such as systemic symptoms 

(such as fever, weight loss), upper respiratory tract 

involvement (such as sinusitis, otitis media), and renal 

abnormalities, may arouse suspicion for GPA [15]. The 

diagnosis of GPA depends mostly on laboratory tests. ESR 

and CRP levels that are elevated indicate inflammation 

often. Despite not being unique to this illness, the presence 

of c-ANCA with PR3 specificity strongly suggests GPA. To 

check for renal involvement, a typical symptom of GPA, 

renal function tests and a urinalysis should be carried out [16]. 

In circumstances where the diagnosis of vasculitis is in 

doubt, a nerve biopsy might give conclusive evidence. A 

necrotizing vasculitis with granulomatous inflammation in 

tiny blood vessels is frequently seen on histopathology. 

However, because nerve biopsy is an intrusive process, it 

should only be used when the diagnosis is ambiguous or 

when other therapeutic options are being examined [17]. 

The treatment of sensory motor neuropathy associated with 

GPA involves a multidisciplinary approach. It includes 

immunosuppressive therapy to control the underlying 

autoimmune process and supportive measures to manage 

symptoms and prevent complications. Corticosteroids, such 

as prednisone, are the mainstay of treatment to induce 

remission. Other immunosuppressive agents like 

cyclophosphamide, rituximab, and methotrexate may be 

used as adjunctive therapy or alternatives. Supportive 

measures include pain management, physical therapy, 

occupational therapy, the use of assistive devices, and 

regular follow-up with healthcare professionals. The 

treatment approach should be individualized based on the 

patient's specific clinical presentation and response to 

therapy, and consultation with specialists experienced in 

managing GPA is crucial [15, 18, 19]. 

 

Conclusion 

In conclusion, sensory motor neuropathy associated with 

GPA is a rare symptom of the disease that poses diagnostic 
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and therapy issues. The specific mechanism driving its 

development is unknown, however it is thought to be 

associated to GPA's inflammatory and immune-mediated 

activities. The diagnosis is based on a thorough examination 

of clinical symptoms, test data, and imaging findings. Once 

identified, the treatment generally focuses on 

immunosuppressive medicine to regulate the autoimmune 

response. However, due to the complicated nature of 

neuropathy and the individual variety of patient 

presentations, therapy should be customized to the specific 

needs and reactions of each patient. Continued research and 

collaboration among healthcare experts with experience 

managing GPA and its associated neuropathy will help to 

future advancements in diagnostic and successful treatment 

techniques. 
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