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A Case of a Uveitis in a Patient with Familial Exudative Vitreoretinopathy

Hisaya ARAKAWA"? Chikako SUTO"? Hiroko NOTANI’ and Sadao HORI*
!'Saiseikai Kurihasi Hospital

*Department of Opthalmology, Tokyo Women's Medical University

Purpose: To report a case of uveitis accompanied by familial exudative Vitreoretinopathy (FEVR). Case Re-
port: An 11-year-old girl visited our department with suspected uveitis. Both eyes showed iridocyclitis with fine
keratic precipitates. Retinal exudates with vitreous opacity were also noted in the right eye. Fluorescein angiog-
raphy (FA) demonstrated straightening of the retinal vessels and a peripheral avascular zone. Mutton fat-like
keratic precipitates and snowball-like vitreous opacity were detected during the course of topical steroid ther-
apy. We suspected sarcoidosis, but no systemic abnormal findings were found. We speculated the cause of a pe-
ripheral avascular zone as microangiopathy with retinal vasculitis of sarcoidosis or FEVR. Family studies
showed abnormal vascular patterns and avascular peripheral retina characteristics for FEVR in her mother and
elder sister. Conclusion: A case of sarcoidosis with avascular peripheral retina has been previously reported, but
a diagnosis of FEVR was not made. Ocular sarcoidosis should be considered in patients with FEVR-like findings,
as this case suggests that FEVR can exist with uveitis. This was a case of FEVR accompanying uveitis, and ocu-
lar sarcoidosis should be considered as the cause of uveitis. But both diseases is unclear related.
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Fig. 1 Fundus photographs of patient
Fundus image of the temporal retinal periphery of the
right eye shows retinal exudation (arrows) and vitre-

ous opacity (arrow heads).
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Fig. 2 Fluorescein angiograms of the patient
Fluorescein angiogram of the right eye demonstrate
dye leakage from disc, straightening of the temporal
peripheral vessels (arrow heads) and a peripheral

avascular zone (arrows).

Table Laboratory data on the first examination

<Blood cell count> <Blood chemisty> <Serological study>
WBC 7,380 /wl TP 7.3 g/dl IeG 1,509 mg/dl
RBC 434 x10* /wl Alb 42 g/dl IgA 180 mg/dl
Hb 132 g/dl GOT IgM 109 mg/dl
Ht 399 % GPT IgD 5.3 mg/dl
PLT 395%10% /ul T-Bil 041 mg/dl C3 151 mg/dl
Cr 047 mg/dl C4 22 mg/dl
ESR-1H 8.0 mm BUN 12 mg/dl CH50 48.8 U/ml
ESR-2H 21.0 mm UA 5.1 mg/dl ANA D x40
Na 139 mEq/I Anti-DNAAb <20
<Urinalysis> K 42 mEq/! ACE 15.7 1U/1
(Macroscopic Urinalysis) Cl 101 mEq/dl Lysozyme 7.3 wg/ml
Specific gravity 1.023 Ca 9.07 mg/dl VZV IgM (—)
pH 6.0 VZV IgG (+)
Protein (=) HSV IgM (—)
Glucose (—) HSV igG (+)
Ketones (-) HTLV-1Ab (—)
occult blood (+2) Toxoplasma antibody titers  (—)
WBC (-) Toxocara Ab (—)
(Others)
B2MG 155 ng/l
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Fig. 3 Fluorescein angiograms of the mother

Fluorescein angiogram of the temporal lesion of the
right eye shows a peripheral avascular zone (arrows).
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Fig. 4 Fluorescein angiograms of the sister

Fluorescein angiogram of the temporal lesion of the
right eye shows a small peripheral avascular zone (ar-
rows) and tortuosity of the retinal vessels.
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