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Amyloidosis of the orbit and adnexia

Sadia Sultanal”, Nazmul Haque Robi?, Riffat Rashid®, Syeed Mehbub Ul Kadir*

L2Associate Professor, Assistant Professor, Dept. of Oculoplasty, Ispahani Islamia Eye Institute and Hospital Dhaka,
Bangladesh, “Consultant, Sheikh Fazilatunnesa Mujib Eye Hospital & Training Institute, Bangladesh

*Corresponding Author:
Email: sadiasultanadr@yahoo.com

Abstract

Introduction: Primary localized periocular and orbital amyloidosis is a very rare condition. And due to lack of suspicion
diagnosis of it is often delayed. We are describing five cases of primary localized orbital and adnexal amyloidosis including the
demographic data, clinical features, histopathological features and treatment outcome.

Materials and Methods: This was a retrospective study that reviewed the clinical records of five patients with adnexal and
orbital amyloidosis between January 2012 and December 2016. The mean follow up time was 12 months.

Results: The series included five patients (four female and one male). The mean age was 43.6 (range: 35-55 years). Three cases
had bilateral lesion and two had unilateral lesion. The average duration from the time of onset to presentation was 10.2 years
(range: 7 to 15 years). The most common symptom was a mass lesion (100%), followed by irritation (40%) and ptosis (40%) and
restricted ocular motility (20%). Four cases had periocular and one case had orbital involvement. The main treatment option was
surgical excision.

Conclusion: Periocular and orbital amyloidosis can present in a variety of ways. A mass lesion is the most common symptom.
Surgical excision resulted in good outcome. Clinical evaluation and investigation should be done in all cases to exclude systemic

involvement.
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Introduction

Amyloidosis has got a heterogenous presentation
and it is characterized by extracellular amyloid deposits
in different organs.! Congo red staining is used as the
gold standard for diagnosis of amyloidosis, which
reveals apple-green birefringence.? Depending on the
etiology, clinical findings or familial predisposition,
amyloidosis can be classified in many ways.3®
Localized amyloidosis involves only one organ, and
systemic amyloidosis has got widespread involvement
affecting multiple organs. When there is no underlying
clinical condition responsible, it is named as primary
amyloidosis or idiopathic amyloidosis. Secondary
amyloidosis often results from chronic inflammatory
conditions such as rheumatoid arthritis, chronic
infections etc.5 In periocular and orbital amyloidosis,
lacrimal gland, eyelid, conjunctiva, and ocular adnexa
are commonly involved. And in most of the patients,
these are primary localized diseases. However,
investigation should be done in all patients to rule out
systemic involvement. Amyloidosis progressively
destroys the involved tissues.? Progressive amyloid
depositions disrupt tissue structure and impair its
function. Clinical presentation of amyloidosis can vary
immensely. When major organs like kidney or heart is
involved, the consequences can be fatal.®” However,
localized amyloidosis is usually benign and has got no
effect on survival. As periocular and orbital
amyloidosis is rare, definitive diagnosis is often delayed
due to lack of suspicion. It allows disease
progression.®° There are a number of case reports, and
a single large case series that describes the clinical

features and prognosis of periocular amyloidosis.**
We report five cases of amyloidosis involving several
locations, their clinical and histological features, and
treatment outcomes.

Materials and Methods

This is a retrospective study that collected data
from clinical records. Five patients were diagnosed with
periocular and orbital amyloidosis between March 2012
and December 2016. The diagnosis of periocular and
orbital amyloidosis was confirmed by tissue
histopathology. We reviewed the clinical records of
these patients: demographic data, the duration of
clinical presentation, location of disease, the
histopathologic result and treatment modalities, and
outcome. The study was approved by the human ethics
committee of Ispahani Islamia Eye Institute & Hospital,
Dhaka, Bangladesh.

Results

Our study had five patients (4 female and 1 male).
The mean age was 43.6 (range 35-55 years). There
were three cases of bilateral and two cases of unilateral
lesion. The mean duration of initial symptom was 10.2
years (range: 7-15 years). The medical history of all
patients was non contributory. There was no history of
trauma. None of them had any inflammatory diseases
which can lead to amyloidosis. The visual acuity of four
patients was 20/20. In one patient the visual acuity was
counting finger from corneal vascularization. The
patient data and details are recorded in Table 1.
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Table 1: Characteristics of patients with periocular and orbital amyloidosis

Case | Age/Sex | Eye | symptoms, signs & Sites Treatment Outcome | Follow up
No. duration
1. 35/F Both | Mass, irritation, 07 | Bulbar conjuctiva | Surgical excision Stable 09 months
years
2. 55/F Both | Mass, irritation, 09 | Bulbar conjuctiva | Surgical excision Stable 11 months
years
3. 47/M Right Mass, Rt. Lower lid | Surgical debulking | Stable 10 months
10 years
4. 40/F Both Mass, ptosis, ant. Orbit& lid | Surgical debulking | Stable 12 months
15 years
5. 42/F Left Mass, ptosis, left upper lid Surgical debulking |  Stable 18 months
10 years

The most common presentation was a mass lesion (100%) in the eyelid, conjunctiva and orbit. Other
presentations were ptosis (40%) and irritation (40%). Lid involvement was seen in 3 patients. The ptosis was mainly
mechanical and resolved after excision of the mass. All patients had conjunctival cicatrization.

Fig. 1: Amyloidosis involving bilateral eye
scan)

Fig. 2: Amyloidosis involving conjunctiva; (Fig. 2A: preoperative, Fig. 2B: postoperative); left upper lid (Fig.
2C: Preoperative; Fig. 2D: Postoperative) right lower lid; (Fig. 2E: Preoperative; Fig. 2F: Postoperative).

The anterior orbit and the lid were involved in one Two cases (40%) were diagnosed by incisional
case. CT scan of orbit showed anterior orbital mass biopsy. The histopathologies of all patients were
with calcification. No bony erosion was noted. reviewed. All cases were confirmed the diagnosis of

Systemic investigations like CBC, differential amyloidosis by Congo red stain with apple- green
counts, ESR, Echo, USG of whole abdomen were done  birefringence by polarized light.
in all cases. But no evidence of systemic amyloidosis
was found in any of the patients.
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Fig 3: Histopathology of eye lid lesion shd\}\)ing amyloidosis (Congo red stain)

All the five cases underwent surgical debulking.
All our patients were stable after surgery and recurrence
was not found during follow up period. The mean
follow up time was twelve months (range: 9-18
months).

Discussion

In our study, we present a case series with
periocular and orbital amyloidosis, which is a very rare
disease. We collected the data of patients who were
treated over a period of five years.

The mean age of patients at presentation in this
case series was 43.6 (range 35-55 years). But in other
case series the age at presentation was wide and the
mean age of presentation was 57 years (range 27-
85).11’18

Duration of symptoms varies in different studies.
In one study of 24 patients with periocular and orbital
amyloidosis, the mean duration of symptoms was 37
months.* Orapan et al. found that mean duration of
symptoms was 31 months in his case series of 6
patients.’® In our study, the mean duration of symptom
was 10.2 years (range 7- 15) which was quite variable.
This long duration of symptoms of our study was
comparable to the study of Al Hussain et al. which was
12 years. As the amyloid deposition occurs slowly, it is
likely that patients seek attention at a more advanced
stage.*®

Four of our five patients were female. Al Hussain
et al. also found that most patients in their series were
female.'® But there is no large case series to conclude
this gender predilection.

In our study, 3 patients (60%) had bilateral
involvement and two patients (40%) had unilateral
involvement. These figures are very comparable to the
literature for conjunctival amyloidosis. Al- Nuaimi et
al. found that 60% of the patients had unilateral
involvement compared to 40% with bilateral
involvement.2°

Mass lesion is the most common sign in previous
studies of periocular and orbital amyloidosis.**? We
also found similar results where most common
presenting complaint was a mass lesion (100%)
followed by ptosis (40%) and ocular irritation (40%).

Periocular and orbital amyloidosis may rarely be
associated with systemic involvement like cardiac,

cerebral, or renal amyloidosis. In our study, all five
patients were worked up for systemic amyloidosis, and
their results were negative.

Conjunctival amyloidosis leads to deposition of
amyloid in the vessel wall and causes increased fragility
of blood vessels. This often presents as recurrent
subconjunctival haemorrhage. In the case series of
Demirci et al. which was comprised of six patients of
conjunctival amyloidosis, subconjunctival haemorrhage
was present in 67% of the patients.?* We had two cases
of conjunctival amyloidosis but none of them were
presented with subconjunctival haemorrhage. Recurrent
subconjunctival haemorrhage was found in 12.5% of
patients in another case series.!

Conjunctival amyloidosis is the commonest of the
orbital amyloidosis. In one study 80% of their patients
with  orbital  amyloidosis  had  conjunctival
amyloidosis.?* In our study, two cases (40%) had
conjunctival amyloidosis.

Fornices are the main site of involvement in
conjunctival amyloidosis.**? It is postulated that the
conjunctival amyloidosis usually begins in the fornices
and spreads to the palpebral and bulbar part.?® This was
not seen in our series of patients as the bulbar
conjunctiva was the only involved site.

Conjunctival amyloidosis has also been reported to
be associated with primary systemic amyloidosis, but
only in 6% cases. Orbital amyloidosis is mainly a
localized disease.*1%222425 \We had two cases of
conjunctival amyloidosis that did not have any systemic
amyloidosis.

Ptosis is a common presenting feature in orbital
amyloidosis.**?52° The mechanism of ptosis secondary
to amyloidosis is felt to be mechanical or also due to
infiltration of levator. In our study two (40%) of the
five patients had eyelid involvement with ptosis. Others
have reported ptosis as a presenting sign in 50% of
periorbital amyloidosis.*

Eyelid amyloidosis can be localized to eye and
adnexa or part of the systemic amyloidosis. It is more
frequently reported as an extension of conjunctival
amyloidosis.?” In our two cases of eyelid amyloidosis,
amyloid was primarily localized in the eyelid only.
When amyloidosis is localized to eyelid, it results in
ptosis. It can be managed by surgical excision of the
mass, but sometimes require ptosis surgery.'® In our
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study we found the similar results because none of our
patients with ptosis had underwent ptosis surgery.

Amyloid in the orbit is rare. It usually occurs in
isolation, not as part of a systemic disease. Three most
common presenting symptoms of orbital amyloidosis
are - ptosis, proptosis and global displacement.*® Our
single case of orbital amyloidosis also presented with
ptosis and globe displacement.

The management of orbital amyloidosis is difficult,
as the total excision is usually impossible.?® In our case
also only debulking was done with preservation of vital
structures.

Surgical intervention has been the primary
treatment of choice to debulk the amyloidosis. Surgery
can be challenging in some cases. Due to deposition of
amyloid the tissues are abnormal and recurrence is an
well documented phenomenon.???” Recurrence of
orbital disease is considerably higher than that of
conjunctival involvement alone (29% and 15%
respectively).!! All of our patients have remained stable
with no recurrence or progression during follow up
period of 12 months.

Conservative management in the treatment of
orbital amyloidosis and in particular conjunctival
amyloidosis should not be underestimated. When the
patient is comfortable with the mass and there is no
progression of amyloidosis, it is acceptable to observe
the patient without doing surgery.?

Conclusion

Periocular and orbital amyloidosis is an extremely
uncommon disease and it can present in a variety of
ways. It often poses a diagnostic challenge. High degree
of suspicion and histopathological investigation can
detect the condition early. A work up for systemic
involvement is mandatory in all cases, as it can change
the survival of the patient. Most of the time periocular
and orbital amyloidosis occur as a primary localized
disease and can be managed by surgical debulking.
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