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Introduction

m Rare fibroinflammatory disorder
m Described initially in 1983 by Holmes and Panje
m F>M

m Affects sinonasal and upper respiratory tract




Clinical case

m 067 years old female
m No medical history

m Symptoms: ptosis, exophtalmia et
chemosis

m First biopsy: non specific inflammation
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Complementary studies

m CD3and CD20: T > B lymphocytes
— No clonality detected by PCR

m CD68(+) and CD1a(-) histiocytes with no granulomas
m ALK: negative




Complementary studies

m CD3and CD20: T > B lymphocytes
— No clonality detected by PCR

m CD68(+) and CD1a(-) histiocytes with no granulomas
m ALK: negative

Diagnosis: eosinophilic angiocentric fibrosis




Orbital involvement by EAF

m First case described in 2005 (Paun et al.)
- 3 cases centered on the nasal cavities with secondary orbital involvement




Orbital primary EAF

Table 1: Review of literature of cases of orbital EAF

Authors, year Age/sex Presentation Paranasal sinus involvement Treatment Outcome Follow-up
Leibovitch 61/male  Nonaxial proptosis with mass Middle ethmoidal air cells Oral prednisolone 80 mg/day tapered over  No 6 months
et al., 2006 in inferomedial orbit involved 3 months response
Kiratlietal., 30/female Diplopia and epiphora with Anterior ethmoidal sinus  Limited debulking followed by 60 mg oral Complete 32 months
20085! mass in inferomedial orbit invioved fluorocortolone and oral desloratadin; resolution
tapered over 4 months

Azametal., 35/female Epiphora and mass in the Absent Complete excision of mass Complete 8 months
2010 inferior orbit following trauma resolution
Deshpande  63/male  Epiphora with bilateral Middle ethmoidal air cells Oral prednisolone No 7 years
etal., 20117 lacrimal gland masses involved response

54/female Lacrimal gland mass Absent — —

55/male  Orbital mass Absent — — 6 months
Current case 38/female Nonaxial proptosis with mass Absent Surgical debulking followed by oral Complete 7 months

in inferolateral orbit

prednisolone 60 mg/day tapered over 3 months resolution

EAF: Eosinophilic angiocentric fibrosis

Radhakrishnan S, Adulkar NG, Rangarajan V. Eosinophilic angiocentric fibrosis of the orbit: A case report and review of literature. Indian J Pathol Microbiol 2015;58:77-79.
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Morphologic features

Table 1. Morphologic Features of Eosinophilic
Angiocentric Fibrosis®

Frequent Occasional
Early stage
Eosinophilic vasculitis Early fibrosis
Eosinophilic infiltrate Lymphoid follicles
Lymphoplasmacytic infiltrate
Late stage
Loss of lymphoplasmacytic infiltrate  Residual lymphoid

follicles
Prominent eosinophils
Concentric angiocentric stromal
fibrosis (onionskin)

* Never seen (features that should prompt consideration of other
entities): granulomas, necrosis, mitotic activity, cytologic atypia.

Ahn J and Flanagan M. Eosinophilic angiocentric fibrosis. Arch Pathol Lab Med.
Arch Pathol Lab Med. 2018 Oct 5
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Differential diagnosis

m Granulomatosis with polyangiitis m Lymphoproliferative disease
m Eosinophilic granulomatosis with m Myofibroblastic inflammatory tumor
polyangiitis

m Fibromatosis

m Kimura disease - :
m Langerhans cell histiocytosis

m Sarcoidosis

m Granuloma faciale and erythema
elevatum diutinum

m Infections




Treatment

m Steroids ineffective

m Surgical treatment for symptoms management
m High rate of recurrence
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|1gG4-related disease?

m Deshpande and al. 2011

- Retrospective revision of 5 EAF cases
m Presence of IgG4 (+) plasmocytes with elevated IgG4:1gG ratio for 4/5 patients
- 43to 118/HPF; I1gG4: I1gG 0,68 to 0,97
m Serology (1 case): 10x 1 of serum IgG4







Conclusion

m Rare fibroinflammatory disorder in the orbit
m May be a part of the 1IgG4-related disease spectrum
m Diagnosis rely on pathology

m Treatment is symptomatic
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