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Iridocorneal Endothelial Syndrome with Features of Posterior Polymorphous
Corneal Dystrophy
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Purpose: To report a case of iridocorneal endothelial syndrome, which overlapped with some of the features of posterior poly-

morphous corneal dystrophy.

Case summary: A 61-year-old female presented with tearing pain and blurred vision in her left eye, which was aggravated in the
morning. The symptom started approximately 1 year prior to her visit. At the initial visit, the visual acuities were 1.0 in both eyes
and the intraocular pressures were normal. On slit-lamp examination, a single pair of horizontal parallel lines was observed at the
central corneal endothelial layer in the right eye. In contrast, multiple pairs of oblique parallel lines were observed in the left eye.
The lines of the lesions were more prominent and wavier in the left eye than those of the right eye. The overlying cornea was
clear, and the corneal thicknesses were in the normal range in both eyes. Using a gonioscopic examination, localized peripheral
anterior synechiae were observed only in the left eye. The pupil and iris were normal in both eyes. On specular microscopic ex-
amination, the corneal endothelial cell size in the right eye increased and the corneal endothelial density decreased to 668
cells/mm’. In the left eye, multiple abnormal endothelial cells with dark-light reversal were observed. In conclusion, the patient
was subsequently diagnosed with iridocorneal syndrome, rather than posterior polymorphous corneal dystrophy.

Conclusions: Posterior polymorphous corneal dystrophy and iridocorneal endothelial syndrome may present with many
similarities. Therefore, in cases of uncertain diagnosis, an understanding of the clinical features is important for proper diagnosis.
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Figure 1. Slit-lamp photography of both eyes at initial examination. (A) In the right eye, a single pair of horizontal parallel lines were
observed at corneal endothelial layer (arrows). (B) In the left eye, the multiple pairs of parallel lines were observed at endothelial
layer. The lines were running obliquely through the center of the cornea (arrowheads).
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Figure 2. Anterior segment optical coherence tomography of both eyes. The lesions were protruded from the endothelial layer. The
lesions were more prominent in the left eye (arrowheads) compared to that of right eye (arrow).
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Eye (position) L (C)
Cornea thick  0.489 (mm)

Eye (position) R (C)
Cornea thick  0.429 (mm)

Number of cells 15 Number of cells 20
Minimum size ~ 509.9 (mm?) Minimum size ~ 264.0 (mm?)
Maximun size 2,728.4 (mm?) Maximun size  1,961.5 (mm?)
Average size  1,496.6 (mm?) Average size 759.1 (mm?)
S.D. of size 569.0 (mm?) S.D. of size 380.3 (mm?)
C.V. of size 38.0 (%) C.V. of size 50.1 (%)

. 2
Cell density 668.2 (mm’) Cell density  1,317.3 (mm?)
Hexagonality 0 (%)

Hexagonality 0 (%)

Figure 3. Specular microscopy of both eyes at initial examination. (A) In the right eye, the endothelial cells became large and the
density of the cells decreased to 668 cells/mm”. (B) In the left eye, the normal hexagonal shape of the endothelial cells disappeared.
The multiple abnormal endothelial cells with dark-light reversal were observed (arrows).

Figure 4. Gonioscopy of both eyes. The angle of the right eye was open. In contrast, the focal peripheral anterior synechiae were ob-
served in the left eye (arrow).
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Table 1. Comparison of posterior polymorphous corneal dystrophy and iridocorneal endothelial syndrome

PPCD ICE syndrome
Laterality Bilateral Unilateral
Inheritance Autosomal dominant Acquired
Sex Male = female Male < female
Progression Non-progressive Progressive
Symptoms Asymptomatic Symptomatic
Onset Childhood to 20s Young to middle-age
Visual impairment Uncommon Common

Endothelial cells
Immunostaining
Descemet’s membrane
Corneal edema
Glaucoma

Epithelium-like
Cytokeratin positive

Uncommon
Uncommon

Abnormal posterior nonbanded layer

Large, light-dark reversal
Cytokeratin negative

Normal posterior nonbanded layer
Common

Common

PPCD = posterior polymorphous corneal dystrophy; ICE = iridocorneal endothelial.
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