An extremely rare case of Polyneuritis Cranialis in Ig G4 related disease-A case report from a Quaternary care hospital in South India.
[bookmark: _Hlk157461659]Dr Jaisy James, Internal Medicine Trainee, Department of Internal Medicine, Aster Medcity, Kochi, Kerala, India, jaisy532@gmail.com, +91 8592993966.
[bookmark: _Hlk157461686]Dr Bijoy Jose, Senior Specialist, Department of Neurology, Aster Medcity, Kochi, Kerala, India, bijoy.jose@asterhospital.com, +91 9567036250.
Dr Reji Paul, Consultant ,Department of Neurology , Aster Medcity ,Kochi, Kerala, India,drreji.paul@asterhospital.com,+91 9895096388

Presenter Name: Dr Jaisy James

ABSTRACT
Introduction
IgG4 related disease is systemic immune mediated fibroinflammatory disease of unknown cause, characterised by unique pathological features involving a wide variety of organs. Clinically enlargement of affected organs may be accompanied by high serum levels of IgG4 and the histology shows the classical triad -infiltration of IgG4 bearing plasmacytes, storiform fibrosis and obliterative phlebitis. The nervous system is less commonly involved and literature regarding such cases is extremely rare. Here we are presenting a case of a 71-year-old male, with IgG4 disease who initially presented as polyneuropathy of cranial nerves 7,9 and 10.
Case report
71-year-old male, known case of CAD, Systemic hypertension and Diabetes mellitus, developed bells palsy about 1 month back and was treated in outside hospital with oral steroids. He further developed swallowing difficulty with nasal regurgitation and voice change. On examination he had left LMN facial palsy along with 9th and 10th CN palsy on the left. He was admitted at our institute for further evaluation of Polyneuritis cranialis. An ENT opinion was sought and indirect laryngoscopy showed left vocal cord palsy. RT tube was inserted and feeds initiated. An MRI brain with contrast showed chronic small vessel ischemic change. Routine blood tests showed leucocytosis and he was started on antibiotics. Swallowing team consult was sought and advices were followed up. In view of polyneuritis cranialis, the differential diagnosis were (1) Neoplastic/paraneoplastic causes (2) Auto immune causes (3) Infective causes (4) Inflammatory causes. Hence a PET CT was planned which showed FDG avid uptake in soft tissue of scalp, left upper lobe nodule, and uptake along jugular and carotid canal. A biopsy was done by surgery team from scalp which showed no features suggestive of malignancy or granuloma. ANA screening was positive. Serum ACE level was normal. ANA profile showed PM scl 3+ and ANCA was negative. A LP was done in which CSF was lymphocyte pre dominant, sterile and TB was not detected. Borrelia antibody was negative. A repeat MRI brain showed nodular enhancement along bilateral facial and right trigeminal cranial nerves. An Ig G4 in serum was sent-which was elevated. Hence a diagnosis of Ig G4 disease was made and he was started on steroids. Physiotherapy sessions were conducted at regular intervals. A swallowing team review was sought and he was advised to continue on RT feeds. He symptomatically improved during the course of hospital stay and hence was discharged with advice to continue swallowing therapy and physiotherapy.
Conclusion
Immunoglobulin G4 (IgG4)-related disease (IgG4-RD) is an increasingly recognized multi-systemic, chronic inflammatory process characterized by sclerosing inflammation and fibrosis caused by infiltration of IgG4-positive plasma cells in one or multiple organs. Although most commonly seen with salivary gland or paranasal sinus involvement, IgG4-RD may rarely involve the cranial nerves and can cause nerve palsies.
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