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IgG4-related hypophysitis



Hypophysitis Differential diagnosis
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IgG-4 related hypophysitis

• IgG4-related disease (IgG4-RD)
incidence 0.28/100,000 patients

• IgG4 hypophysitis 1.5% of IgG-4 RD
• Diagnosis criteria as in table

Definite diagnosis: Histopathology
Probable: MRI + biopsy
Possible: MRI + IgG4 level + response to treatment

• IgG-4 level correlates with number of organs involved
• Management: 

start with Prednisone 30–40 mg/day or 0.6mg/kg/day

Angelousi, A., et al. (2020). Hypophysitis (Including IgG4 and Immunotherapy). Neuroendocrinology, 110(9-10), 822–835.

Khosroshahi, A., et al (2015). International Consensus Guidance Statement on the Management and Treatment of IgG4-Related Disease. Arthritis & rheumatology (Hoboken, N.J.), 67(7), 1688–1699.



IgG4-related hypophysitis
• Clinical course

> 50% relapsed-remitting,only 30% able to discontinue glucocorticoid 
Treatment
First-line: prednisolone 30-40 mg/day then taper or to maintenance
Steroid-sparing agent: add Rituximab or conventional immunosuppresive
if failure to taper off prednisolone

1 month
(2-4 weeks)
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IgG-4 level
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Diagnosis 3 months 6 months 3-7 years to lifelong

Taper dose  10 mg/day in 2-4 weeks or longer then decreasing 5 mg/day q 2-4 weeks
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Take home messages
1. IgG4-related hypophysitis

- MRI smooth and Homogenous enhancement lesion
- MRI decreasing in pituitary stalk thickness after treatment
- Clinical, imaging, lgG4 level responsive to corticosteroid treatment

2. Tissue biopsy of Pituitary stalk lesion – challenging
- Multidisciplinary approach
- High risk procedure (Mayo series 24%, other series 40-60% in PSL)
>without any preoperative hypopituitarism, 30% new pituitary hormone abnormality
>at least 1 pituitary hormone deficiency at baseline, 55% new horomone deficiency
>without preexisting AVP-D, 46% develop AVP-D
>other complication: CSF leak, infection

3. Pituitary Stalk Lesion biopsy Indication  
1. Progressive stalk lesion 
2. Suspected Metastases, Malignancy tumors
3. Unresponsive to treatment


