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Learning Objectives

e Learning Objective #1
— Classify key corneal dystrophies

e Learning Objective #2
— ldentify pertinent clinical and pathologic features of key corneal dystrophies

e Learning Objective #3

— Distinguish key corneal dystrophies from simulating dystrophic, degenerative,
and neoplastic disease processes
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Epithelial and subepithelial dystrophies
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Meesmann
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AD, Genes: K3, K12

Retroillumination

Numerous vacuoles in
the corneal epithelium

. Confocal microscopy
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Intracytoplasmic empty vacuoles
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Epithelial Basement Membrane Dystrophy




Epithelial Basement Membrane Dystrophy

Intraepithelial basement membrane formation with epithelial reduplication



Epithelial Basement Membrane Dystrophy
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Gelatinous Droplike Dystrophy

AR, 1p32, tumor-associated calcium signal transducer 2 gene
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| Paracrystalline rhomboid and rectangular deposits
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Deposits stain with antibodies for keratoepithelin
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Deposits stain with antibodies for keratoepithelin
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Schnyder’s Corneal Dystrophy

(Crystalline Keratopathy)
AD, 1p36, UDbIA prenyltransferase domain containing 1 gene
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Fuchs endothelial corneal dystrophy (F;QD)

lor polymor e strophy

@ N e

W dystrophy

A4

N

XMed endothelial rophy (XECD)



Fuchs Endothelial Dystrophy

Some AD, Chr 18 (TCG4 gene intronic CTG18.1 repeat expansion), Multiple other genes
Early onset: 1p34, Collagen VIll gene
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Illustrative Case Examples
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Pt seen by 3 corneal specialists

DDx: Dystrophy (Lattice, granular, Avelino, PPMD), IK (HSV, VZV, EBV),
non-dystrophic amyloid deposition, Acanthamoeba, Staph hypersensitivity
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Granular, type 1










Transmission electron microscopy




Pathologic Diagnosis

Immunoglobulin (IgG A) Corneal Deposition

R/O paraproteinemia, cryoglobulinemia




Follow-up Oncology
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Follow-up Oncology
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Anterior Segment OCT
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Daughter and Son Exam

Normal anterior segment both eyes
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Final Pathology Diagnosis

Paraproteinemic keratopathy
Recommend evaluation
for plasma cell proliferative and
lymphoproliferative disorders
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Systemic work-up

Bone marrow bx — 15% clonal plasma cells

UPEP, SPEP — K light chains (<10 mg/dl)
, Skeletal survey — Negative
No end organ damage




Plan to initiate
revliimid, dexamethasone, bortezomib
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Teaching Points:

Atypical late-onset variant lattice corneal dystrophy?
...Consider paraproteinemic keratopathy
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Kappa light chains



Henderson DW et al. Paraproteinemic crystalloidal keratopathy: an ultrastructural study of two cases, including immunoelectron microscopy.

Ultrastruct Pathol 1993:17:643-68.

Deposits
7 nm filaments
with 10 nm periodicity




Teaching Points:

Atypical Schnyder corneal dystrophy?
...Consider paraproteinemic keratopathy




First described by Meesmann in 1934
Subsequently identified by Klintworth in 1978

Diagnosis implies paraproteinemia

 Plasma cell myeloma

 Monoclonal gammopathy
of undetermined significance (MGUS)

e Lymphoma
e Cryoglobulinemia
e Autoimmune disorders




Summary

e Learning Objective #1
— Classify key corneal dystrophies

e Learning Objective #2

— ldentify pertinent clinical and pathologic
features of key corneal dystrophies

e Learning Objective #3

— Distinguish key corneal dystrophies from
simulating lesions
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