


Case report 
Bilateral Palpebral Pseudotumoral Edema Revealing Systemic Amyloidosis: A Case Report
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ABSTRACT

	Background
Amyloidosis is a rare disorder characterized by extracellular deposition of insoluble fibrillar proteins in tissues and organs. Ocular involvement is uncommon but may affect several structures including the eyelids, conjunctiva, lacrimal gland, and orbit. Because clinical manifestations are often nonspecific, diagnosis may be delayed. We report a case of bilateral palpebral pseudotumoral edema revealing systemic amyloidosis.
Case presentation
A 63-year-old patient presented with progressive bilateral periorbital swelling associated with bluish discoloration of the eyelids and conjunctival masses that had evolved for more than two years without any history of trauma. Several ophthalmological and dermatological consultations had been performed, and symptomatic treatments were prescribed without clinical improvement. Laboratory investigations revealed hypergammaglobulinemia on serum protein electrophoresis. Histopathological examination of an eyelid biopsy confirmed amyloid deposition. Further systemic evaluation revealed additional organ involvement consistent with systemic amyloidosis. The patient underwent chemotherapy and symptomatic treatment. Surgical excision of infiltrated eyelid tissue followed by reconstructive surgery was proposed but declined by the patient. Clinical follow-up showed improvement in ecchymosis and ocular comfort, although eyelid swelling persisted.
Conclusion
Palpebral amyloidosis is a rare condition that may represent the first manifestation of systemic amyloidosis. Early histopathological confirmation and comprehensive systemic evaluation are essential for accurate diagnosis and appropriate management.
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1. introduction:
Amyloidosis represents a heterogeneous group of disorders characterized by extracellular deposition of insoluble fibrillar proteins known as amyloid(1). These abnormal protein aggregates accumulate in tissues and progressively impair organ function. Depending on the precursor protein involved, several forms of amyloidosis have been described, including immunoglobulin light-chain amyloidosis (AL), serum amyloid A–associated amyloidosis (AA), and hereditary amyloidosis.
Systemic amyloidosis may affect multiple organs such as the kidneys, heart, liver, gastrointestinal tract, and peripheral nervous system(6). Clinical manifestations are variable and depend on the organs involved. Ocular involvement is relatively uncommon but has been reported in several ocular structures, including the eyelids, conjunctiva, lacrimal gland, orbit, and extraocular muscles(1,4).
Ocular adnexal amyloidosis may occur as a localized process or as part of systemic disease(7). The eyelids represent one of the possible sites of deposition, although this localization remains rare. Palpebral amyloidosis may present with nonspecific clinical signs such as eyelid swelling, nodular lesions, ecchymosis, or pseudotumoral infiltration. Because these clinical manifestations may mimic inflammatory, vascular, or neoplastic conditions, diagnosis is frequently delayed.
Histopathological examination remains the gold standard for the diagnosis of amyloidosis(3). Congo red staining of tissue specimens demonstrates characteristic apple-green birefringence under polarized light, confirming the presence of amyloid deposits.
Early identification of ocular manifestations is essential because they may represent the first clinical sign of systemic disease. Prompt diagnosis allows appropriate systemic evaluation and multidisciplinary management.
The purpose of this report is to describe a rare case of bilateral palpebral pseudotumoral edema revealing systemic amyloidosis and to emphasize the importance of early diagnosis and interdisciplinary collaboration.


2. Case presentation:

A 63-year-old patient was referred to the ophthalmology department for evaluation of progressive bilateral eyelid swelling.associated with bluish discoloration of the periorbital skin. The symptoms had been evolving for more than two years and were not associated with pain or history of trauma.
The patient had previously consulted several ophthalmologists and dermatologists. Various symptomatic treatments were prescribed, including topical anti-inflammatory medications and lubricating agents; however, no significant clinical improvement was observed.
On clinical examination, bilateral eyelid swelling with bluish periorbital ecchymosis giving a spectacle-shaped appearance was noted. Conjunctival masses were also present. The lesions were non-tender and slowly progressive.
Because of the chronic evolution and absence of response to symptomatic treatment, further investigations were performed. Laboratory tests revealed hypergammaglobulinemia on serum protein electrophoresis.
An eyelid biopsy was subsequently performed. Histopathological examination revealed amyloid deposition within the tissue, confirming the diagnosis of amyloidosis.
Following this diagnosis, a comprehensive systemic evaluation was carried out in order to determine the extent of organ involvement. Additional investigations revealed systemic amyloid deposition.
The patient was referred to the hematology department for further management and received chemotherapy combined with symptomatic treatment.
Surgical excision of the infiltrated eyelid tissue followed by reconstructive surgery was proposed in order to improve both functional and cosmetic outcomes. However, the patient declined surgical intervention.
During follow-up, partial clinical improvement was observed. The periorbital ecchymosis decreased and ocular comfort improved. Nevertheless, persistent eyelid swelling remained present.
At the six-month follow-up visit, the patient remained clinically stable with no progression of ocular involvement.
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Figure 1: Bilateral periorbital ecchymosis and pseudotumoral eyelid infiltration revealing systemic amyloidosis.

3.DISCUSSION:	

Amyloidosis is characterized by the deposition of abnormal fibrillar proteins in tissues (1). These deposits disrupt normal tissue architecture and may progressively lead to organ dysfunction.
Ocular involvement in amyloidosis is relatively uncommon but may affect multiple ocular structures (4,8,9). Ocular adnexal amyloidosis may involve the eyelids, conjunctiva, lacrimal gland, or orbit. Clinical manifestations vary depending on the location and extent of amyloid deposition.
Palpebral amyloidosis may present with eyelid swelling, nodular lesions, ptosis, or periorbital ecchymosis (2,5,10). Because these clinical features are nonspecific, diagnosis is often delayed. In some cases, the lesions may mimic tumors or inflammatory disorders.
Histopathological examination remains essential for diagnosis. Congo red staining demonstrates the characteristic apple-green birefringence of amyloid deposits under polarized light (3). Additional immunohistochemical studies may help identify the specific type of amyloid protein involved.
Management of amyloidosis depends primarily on the presence of systemic disease (6,11). In systemic forms, treatment is directed toward the underlying disorder and may include chemotherapy or targeted therapies.
In localized ocular amyloidosis, surgical excision of the deposits may be performed to relieve symptoms or improve cosmetic appearance. However, recurrence of amyloid deposits may occur after surgery (5,7,12).
Because ocular manifestations may represent the first sign of systemic amyloidosis, ophthalmologists play a crucial role in early diagnosis. Prompt recognition of suspicious lesions should lead to biopsy and systemic evaluation.
The main limitation of this report is the description of a single clinical case. Larger studies are required to better understand the epidemiology and optimal management of ocular adnexal amyloidosis.

	

4. CONCLUSION:
Palpebral amyloidosis is a rare but clinically significant condition that may reveal underlying systemic amyloidosis. Because its clinical presentation is often nonspecific, diagnosis may be delayed.
Early histopathological confirmation and comprehensive systemic evaluation are essential for accurate diagnosis and appropriate management. Multidisciplinary collaboration between ophthalmologists, internists, and hematologists is fundamental in optimizing patient outcomes.
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