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A 73-year-old man was admitted due to a 4-year bilate-
ral periorbital edema, foreign body sensation, significant wei-
ght loss, and anorexia. He presented significant bilateral upper
eyelid edema with proptosis of the left eye (Fig.1 A, B). Blood
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analysis showed eosinophilia, and elevated Immunoglobu-
lin E and G4 (IgG4). Magnetic resonance imaging of the or-
bits showed marked thickening of the retro-orbital muscles and
prominence of the pre-septal periorbital soft tissues bilaterally.
(Fig.1 C, D). A biopsy of the lacrimal gland showed lympho-
plasmacytic infiltrate with a significant number of IgG4 plasma
cells. IgG4-related disease was diagnosed. Prednisolone was
started, followed by rituximab, with sustained clinical remission.

IgG4-related disease (IgG4-RD) is a rare fibroinflam-
matory disorder characterized by diffuse organ infiltration."
IgG4-RD in the eye and ocular adnexa (IgG4-ROD) usually

Figure 1: A and B: Clinical presentation: significant bilateral upper eyelid edema with masses in the superior temporal orbit su-
ggestive of enlarged lacrimal glands and proptosis of the left eye. C and D: Magnetic resonance imaging of the orbits: bilateral thi-
ckening and increased enhancement of the pre-septal periorbital soft tissues and extraocular muscles (*) that is more pronounced
on the left, compatible with inflammatory changes.
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presents as a chronic, painless swelling of eyelids or propto-
sis of the orbit. The mean time to diagnosis is 4-5 years due
to its unspecific manifestations, slow progression and the
need to exclude other common mimickers (such as thyroid-
-associated orbitopathy or malignancy).? Providers must
have a high level of suspicion of this syndrome and red flags
to early diagnosis are an unmet need, since adequate thera-
py is critical for IgG4-RD prognosis.® M

Declaracao de Contribuicao

ACM - Pesquisa bibliogréfica, avaliagdo do paciente e redagao do artigo.
ARC - Aquisicdo e interpretagéo das imagens, revisdo critica do
manuscrito.

TF - Reviséo critica do manuscrito.

Todos os autores aprovaram a versao final a ser publicada.

Contributorship Statement

ACM - Literature search, patient assessment and writing the article.

ARC - Acquisition and interpretation of images, critical revision of the manu-
script.

TF - Critical revision of the manuscript.

All authors approved the final draft.

Responsabilidades Eticas

Conflitos de Interesse: Os autores declaram a inexisténcia de conflitos de
interesse na realizagdo do presente trabalho.

Fontes de Financiamento: N&o existiram fontes externas de financiamento
para a realizagdo deste artigo.

Confidencialidade dos Dados: Os autores declaram ter seguido os pro-
tocolos da sua instituigao acerca da publicagéo dos dados de doentes.
Consentimento: Consentimento do doente para publicagéo obtido.
Proveniéncia e Revisao por Pares: Nao comissionado; revisdo externa por
pares.

160 SPM| 5esorrs

Ethical Disclosures

Conflicts of Interest: The authors have no conflicts of interest to declare.
Financing Support: This work has not received any contribution, grant or
scholarship

Confidentiality of Data: The authors declare that they have followed the pro-
tocols of their work center on the publication of data from patients.

Patient Consent: Consent for publication was obtained.

© Autor (es) (ou seu (s) empregador (es)) e SPMI Case Reports 2024.
Reutilizacao permitida de acordo com CC BY-NC 4.0. Nenhuma reuti-
lizacdo comercial.

© Author(s) (or their employer(s)) and SPMI Case Reports 2024. Re-use
permitted under CC BY-NC 4.0. No commercial re-use.

Correspondence / Correspondéncia:

Ana Carolina Monteiro -

accmonteiro@campus. ul.pt

Servico de Medicina Intema, Unidade Local de Satide Amadora / Sintra,
Hospital Professor Doutor Ferando Fonseca, Lisboa, Portugal

IC19 276, 2720-276, Amadora

Recebido / Received: 2024/07/16
Aceite / Accepted: 2024/09/18
Publicado online / Published online: 2024/12/09

REFERENCES

1. Martinez-Valle F, Orozco-Gélvez O, Fernandez-Codina A. Etiopatogenia,
diagnostico y tratamiento de la enfermedad relacionada con la IgG4. Med
Clin. 2018;151:18-25. doi: 10.1016/j.medcli.2017.10.034

2. Derzko-Dzulynsky L. lgG4-related disease in the eye and ocular adnexa. Curr
Opin Ophthalmol. 2017;28:617-22. doi: 10.1097/ICU.0000000000000427.

3. Zhang X, Wu G, Wang M, Tian Y, Chen F, Chen B, et al. Novel advances in
the study of IgG4-related disease in the eye and ocular adnexa. Ophthalmic
Res. 2022. 65: 605-14. doi: 10.1159/000525955.



