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Abstract

Bilateral Fuchs uveitis associated with vitreous infiltration and posterior segment involvement
requires a thorough diagnostic evaluation. The lack of well-defined diagnostic criteria makes
identification of this entity difficult. The aim of this case report was to present the character-
istics of a patient with atypical Fuchs uveitis and the procedures needed to rule out the dif-
ferential diagnosis with specific attention to the utility of in vivo confocal microscopy (IVCM).
Case Report: One case of chronic bilateral uveitis with severe vitreous opacities is presented.
After extensive systemic workup, including vitrectomy, the case had no identifiable systemic
etiology. IVCM of the cornea revealed the presence of dendritiform keratic precipitates. Con-
clusion: The diagnosis of Fuchs uveitis is based on clinical findings as no confirmatory labor-
atory tests are available. A high index of suspicion is key to an early diagnosis, especially in
the cases with vitreous opacities and posterior segment manifestations. Auxiliary tests such
as IVCM may aid the clinician in the diagnosis of Fuchs uveitis. © 2015 S. Karger AG, Basel
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Fuchs heterochromic uveitis (FU) represents <6% of all cases of uveitis [1]. It is charac-
terized by low-grade intraocular inflammation, iris heterochromia or atrophy or both, char-
acteristic keratic precipitates (KPs) distributed all over the endothelium, absence of synechi-
ae, development of cataract and, less frequently, of glaucoma [2]. The aim of this case report
was to present the characteristics of a patient with atypical FU and the procedures needed to
rule out differential diagnosis with specific attention to the utility of in vivo confocal micros-
copy (IVCM).

A 67-year-old woman presented to the uveitis clinic with a 2-year history of decreased
blurred vision in both eyes (OU) without pain or redness. She had had rheumatoid arthritis
for 3 years and had been treated with methylprednisolone 30 mg/day and methotrexate 10
mg/week. Her ocular medical history was bilateral chronic anterior uveitis. On examination,
the best corrected visual acuity was 20/30 in her right eye and 20/40 in her left eye (0S).
[IOP was 14 mm Hg in OU. A slit lamp examination of OU revealed diffuse stellate medium
and little KPs (fig. 1), 1+ cells and no flare in the anterior chamber and smooth diffuse paren-
chymal iris atrophy without posterior synechiae. The fundus examination revealed 3+ of
vitreous haze in OU in the absence of cataract (fig. 2). Optical coherence tomography could
not asses the retina due to vitreous haze, and the fluorescein angiography did not show any
posterior inflammatory signs. The workup for infectious uveitis was negative. Sarcoidosis
was ruled out with chest imaging (chest CT scan) and laboratory tests (tuberculin skin test
and serum angiotensin-converting enzyme).

The patient was diagnosed with bilateral FU based on the diagnostic criteria [3]. How-
ever, due to the age of the patient and the severity of the vitreous haze despite having re-
ceived extensive treatment with corticosteroids and immunosuppressive agents, we at-
tempted to rule out a second diagnosis: primary ocular lymphoma. Neurological evaluation
did not reveal any underlying disease, and the MRI and cerebrospinal fluid analysis were
normal. A diagnostic vitrectomy was performed in her OS without complications. The cyto-
pathological study showed isolated polymorphonuclear cells, lymphocytes, histiocytes,
erythrocytes and amorphous material (fig. 3). Flow cytometry showed B cells (92%), with-
out signs of atypia (atypical cells). The diagnosis of lymphoma was ruled out. The patient
improved her visual acuity to 20/20 (0S) without signs of anterior uveitis or vitreous haze.
Due to vitreous opacity in her right eye, a vitrectomy was performed in order to improve the
symptoms and for diagnostic purposes. The cytopathological study was negative for lym-
phoma, and PCR was negative for HSV, HZV, CMV, toxoplasmosis and rubella. The patient
recovered her visual acuity to 20/20 in OU without recurrence of the vitreous haze and an-
terior uveitis OU. In order to reinforce the clinical diagnosis of FU, we performed an IVCM
evaluation of both corneas. The study revealed isolated dendritic cells at the basal mem-
brane and stromal hyperreflective deposits. The endothelium showed polymegethism and
numerous cells with long and spider web extensions and cell clusters that could correspond
to cells with hyperchromatic round nuclei (lymphocytes) and hyperreflective punctate de-
posits that could correspond to pigmented cells (melanosomes). Mean endothelial cell densi-
ty was lower in both corneas. The findings were highly consistent with FU.

FU is a chronic anterior uveitis characterized by a low-grade intraocular inflammation.
Chronic anterior uveitis has been associated with noninfectious systemic inflammatory con-
ditions, such as sarcoidosis, juvenile idiopathic arthritis and tubulointerstitial, nephritis and
uveitis syndrome, as well as Fuchs heterochromic iridocyclitis associated with rubella infec-
tion and systemic infections, such as syphilis and tuberculosis [4].

The condition can also affect the posterior segment with vitreous opacities and disc and
retinal capillary leakage in the absence of cystoid macular edema [5-7]. FU is mostly unilat-
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eral, but bilateral involvement was reported in approximately 10-20% of cases [6]. In one
case series, bilateral FU cases had a more aggressive course with more complications [8].

Only 10-50% of FU cases are identified at initial presentation and, in the absence of
classical clinical findings, this syndrome may lead to diagnostic delays lasting years [7]. The
etiology and pathogenic mechanisms of FU remain unknown, but herpes simplex, ocular
toxoplasmosis, toxocariasis, sarcoidosis, cytomegalovirus anterior uveitis and rubella infec-
tion have been implicated in the pathogenesis of this disease [5, 7, 9-11]. KPs can now be
studied by noninvasive procedures such as [IVCM. Several authors have described KPs in FU
using IVCM, and it has been suggested that their morphological appearance may become a
diagnostic tool for this type of uveitis. Labbé et al. [12] in a series of 13 patients, found that
dendritiform KPs are very characteristic for FU . More recently, Mocan et al. [13] analyzed
their IVCM findings in 40 patients with FU and reported that these eyes are characterized by
dendritiform KPs which are associated with altered endothelial cell density and morphology.

Bilateral FU associated with vitreous infiltration and posterior segment manifestations
requires a diagnostic evaluation. Bouchenaki and Herbort [14] reported vitreous opacities in
97.4% of their FU patients. In more than 70% of the misdiagnosed cases, FU was significant-
ly underdiagnosed most likely because of the presence of vitreous infiltration which was not
commonly recognized as associated with FU. Sometimes, an extensive evaluation is indicated
if there is bilateral uveitis and vitritis with or without neurological symptoms to rule out any
other systemic causes like primary intraocular lymphoma. Vitreous opacification may cause
severe decrease in visual acuity and several times require pars plana vitrectomy with few
complications [15].

The current case report highlights that the clinical picture plays an important role in the
diagnosis. More attention should be focused on posterior segment involvement such as vit-
reous infiltration. In such cases, pars plana vitrectomy should be performed to improve vis-
ual acuity, reduce inflammation and rule out malignancies. Several etiologies have been sug-
gested for FU, and a greater understanding of the natural history of this type of uveitis could
significantly influence the approach to diagnosis. Determining uniform diagnostic criteria
and further investigation of clinical variations of FU with IVCM can help in the differential
diagnosis.

Statement of Ethics

The present case report was conducted according to the ethical principles in medical re-
search involving human subjects stated in the Declaration of Helsinki. The participating indi-
vidual gave informed consent, and the ethics committee was notified of the case report.
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Fig. 1. Diffuse stellate medium, little KPs and vitreous haze in OU.
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Fig. 3. IVCM features of OU.
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