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ABSTRACT

Pars planitis is the idiopathic form of intermediate
uveitis; it most commonly affects persons between
5 and 40 years of age. In childhood, the disease is
largely asymptomatic until in a well advanced stage
with markedly reduced vision. Lack of early diagno-
sis and treatment may lead to permanent visual loss
and amblyopia.

Aim: To report on the clinical symptoms, complica-
tions, treatment and visual outcome of pars planitis
in childhood.

Materials and methods: Ten patients (8 boys and 2
girls) all younger than 16 years were diagnosed with
and treated for pars planitis at our clinic between
January 1993 and August 2004.

RESUME

La pars planite est la forme idiopathique de 'uvéite
intermédiaire et affecte le plus souvent les person-
nes de 5 a 40 ans. Dans I'enfance, cette maladie
est la plupart du temps asymptomatique jusqu’a un
stade bien evolué ou la vision est réduite d’une fa-
con importante. L'absence de diagnostic et de trai-
tement précoce peut mener a une perte permanen-
te de la vision et a I'amblyopie.

But: Nous décrivons les signes, les complications et
le traitement de la pars planite dans I'enfance.
Matériels et methodes: Dix patients (8 garcons et 2
filles) tous plus jeune que 16 ans, qui se sont pré-
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sentés dans notre clinique avec une pars planite
entre Janvier a 1993 et Ao(it 2004.
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INTRODUCTION

Pars planitis is an idiopathic chronic inflam-
matory disorder affecting the vitreous base, pe-
ripheral retina, and ciliary body. It leads to cells
and debris in the vitreous with peripheral reti-
nal phlebitis and vitreous 'snowbank’ or 'snow-
ball’ formation over the pars plana and the pe-
ripheral retina (1,2,5,8).

This condition generally affects young patients
(between 5 and 40 years of age) and can cause
visual loss due to vitreous involvement and cys-
toid macular oedema. Glaucoma, cataract,
epiretinal membrane formation with retinal trac-
tion, retinal neovascularisation, vitreal haemor-
rhage, retinal detachment, rubeosis iridis, cy-
clitic membrane formation and phthysis bulbi
have been described (2,5,8). Sarcoidosis, mul-
tiple sclerosis, syphilis, Lyme disease and toxo-
cariasis should be considered in the differen-
tial diagnosis.

We emphasise the need for regular follow-up
and will discuss the treatment modalities in this
patient population.

PATIENTS AND
METHODS

We retrospectively reviewed the charts of ten
patients (8 boys and 2 girls) all younger than
16yearsatthetimeofdiagnosis between Janua-
ry 1993 and August 2004 at the Department
of Ophthalmology of the University Hospitals
Leuven, Belgium.

At first examination, we recorded age of onset,
gender, visual acuity, clinical ophthalmologi-
cal findings and severity and type of complica-
tions. All patients were referred to the Paedi-
atric Department to exclude underlying system-
ic or infectious diseases.

The diagnosis of pars planitis was based on the
observation of snowballs at the pars plana re-
gion, anterior vitreous inflammation, cystoid
macular oedema, retinal perivasculitis and the
absence of an etiologic diagnosis.

A follow-up was planned at short intervals (4-5
weeks) with a complete ophthalmologic exami-
nation including best-corrected visual acuity,
biomicroscopy,tonometryandfundoscopy.Fluo-
rescein angiography was performed when ma-
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cular oedema was confirmed on Optical Cohe-
rence Tomography (OCT).

During the follow-up period, complications were
registered and treated when indicated.

The corticosteroid treatment dose and mode of
administration (topically, subconjunctival or sys-
temic) were noted at each visit.

Surgical procedures including lens extraction,
strabismus surgery, anterior vitrectomy, cryo-
therapy and laser photocoagulation were re-
corded.

RESULTS

Twenty eyes of 10 patients were included in this
study.

There were two girls, age 4 and 14 years. The
mean age for boys at the time of first diagnosis
was 7,7 +/- 2,95 years (range, 4 to 14 years),
the overall mean age being 7,38 +/- 1,85 years
(range, 4 to 9 years).

Mean follow-up time was 51 months (range, 6
to 132 months).

The presenting symptom in all cases was a de-
creased visual acuity, detected at a visual screen-
ing at school or noticed by teachers or parents.
In 3 children there was blinking and rubbing
of the eye. One child presented with intermit-
tent convergent strabismus and diplopia.

At diagnosis, the visual acuity (VA) was 20/25
or better in 4 eyes (20%), between 20/100 and
20/25in 11 eyes (55%), between 20/200 and
20/100 in 4 eyes (20%) and one eye (5%) had
a VA of counting fingers.

Biomicroscopy uponthefirstvisit revealed kera-
tic precipitates (4 eyes), anterior chamber cells
(10 eyes), cataract (4 eyes), posterior synechi-
ae (4 eyes), vitreous cells in all cases and vi-
treal veils in 14 eyes. Binocular ophthalmos-
copy revealed optic disc hyperaemia (8 eyes),
optic disc oedema (6 eyes), macular oedema
(13 eyes), periphlebitis (8 eyes) and the pres-
ence of snowballs and snowbanking (18 eyes).
The ocular involvement was bilateral and asym-
metrical in all cases. (Table 1)

Screening for aetiological factors was negative,
except for one case with isolated HLA B27 pos-
itivity (patient 3). There were, however, no as-
sociated systemic symptoms.

At follow-up, the following complications were
observed: cataracts (5 eyes, of which 4 eyes



Table 1: visual acuity, ophthalmological findings and treatment.

patient gender age at eye VA at Follow-up VA at Findings at corticosteroid surgical
diagnosis diagnosis (Years) last visit diagnosis treatment teatment
1 M 9 RE 20/30 3 20/25 MO, S T, PB
LE 20/20 20/20 ST, S T
2 F 4 RE 20/30 0,5 20/20 KPR, MO T, PB
LE 20/50 20/25 KR, MO T, PB
3 M 8 RE CF 6 20/200 PS, MO, PR S T, PB, O
LE 20/50 20/20  PS, MO, PR S T, PB, O
4 M 6 RE 20/60 3 20/20 KPR DH, S T, PB
LE 20/40 20/20 KPR DH, S T, PB
5 F 14 RE 20/40 10 20/28 DO, MO, VPT, VRT, NV, S T, PB
LE 20/60 20/200 DO, MO, VPT, VRT, S T, PB, | LP, CT, CS
6 M 8 RE 20/125 11 20/60  C, MO, VPT, PR S T, PB
LE 20/125 20/125 C, MO, VPT, PP, S T, PB
7 M 6 RE 20/50 1 20/22  DH, MO, VRT, PR, S T, PB
LE 20/20 20/30  DH, MO, VRT, PR, S T, PB
8 M 4 RE 20/20 4 20/22  C, PS, DH, DO, S T, PB, O CS
LE 20/40 20/20  PS, DH, DO, S T, PB, O
9 M 9 RE 20/25 1 20/25 ST, S T, PB SS
LE 20/100 20/25 ST, S T, PB SS
10 M 9 RE 20/60 3 20/25 C, DH, MO, PR, S T, PB CS
LE 20/125 20/30  DH, MO, PP, S T, PB

VA: visual acuity; RE: right eye; LE: left eye; CF: couting fingers; MO: macular oedema; S: snowballs; KP: keratic preci-
pitates; PS: posterior synechiae; PP: periphlebitis; DH: disc hyperaemia; DO: disc oedema; VPT: vitreopapillary traction;
VRT: vitreoretinal traction; NV: neovascularisation on disc and elsewhere; C: cataract; ST: strabismus; T: topical; PB:
parabulbar; O: oral; I: intravitreal; LP: laser photocoagulation of the retina; CT: cryotherapy of the retina; CS: cataract

surgery; SS: strabismus surgery

at the time of diagnosis), vitreoretinal traction
(4 eyes), vitreopapillary traction (4 eyes), re-
tinal neovascularisation (1 eye), peripheral re-
tinoschisis (1 eye) and vitreous haemorrhage
(2 eyes). A high intra-ocular pressure of 28,6
mmHg +/- 1.34 mmHg (range, 27 to 30
mmHg) was noted in 5 eyes, in two patients
(4 eyes) it was due to steroid response.
Treatment consisted of topical corticosteroids
in all cases. Additional parabulbar injections
were administered in 19 eyes (3,6 injections
per eye +/- 3.1, range 0 to10 injections). Sys-
temic corticosteroids were prescribed in 2 pa-
tients: patient 3 received oral methylpredniso-
lon 9 mg/kg/day with tempering of the dose
over a period of 38 days; patient 8 received oral
methylprednisolon 1 mg/kg/day with temper-
ing of the dose over one week to prevent recur-
rence of inflammation during and after cata-
ract surgery. In one case with retinal neovas-
cularisation, an intravitreal injection with tri-
amcinolone, laser photocoagulation and cryo-
therapy of the retina was applied.

Occlusion therapy for prevention of amblyopia
was prescribed in 4 patients. Intraocular lens
implantation was necessary in three eyes, with
the diagnosis of cataract at the time of presen-
tation. In one of these eyes, an additional an-
terior vitrectomy and a surgical posterior cap-
sulorhexis were performed.

One patient underwent strabismus surgery.
At the last visit in our outpatient clinic, the VA
was 20/25 or better in 13 eyes (65%), between
20/100 and 20/25 in 4 eyes (20%) and be-
tween 20/200 and 20/100 in 3 eyes (15%).
Visual acuity improved remarkably in all but
three eyes (15%) under treatment (Table 1.).
Biomicroscopy showed no inflammatory activi-
ty in all cases. There was cataract in 3 eyes
(15%) and 3 eyes were pseudophakic of which
one had posterior capsular opacification.

The ophthalmoscopic fundus findings at a last
visit were normal in 4 eyes (20%). Fundus ab-
normalities included macular oedema in 3 eyes
(15%), preretinal membranes in 2 eyes (10%),
vitreopapillary traction in one eye (5%), pe-
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ripheral retinoschisis in one eye (5%), snow-
banking in 4 eyes (20%) and vitreous haze and
cells in one eye (5%).
The topical corticosteroid therapy was ongo-
ing in 16 eyes (80%).

DISCUSSION

Pars planitis is an idiopathic eye disease most
often presenting in childhood. The typical snow-
bank formation was examined immunohis-
tochemically by Abu El-Asrar et al. (1). This
snowbank formation is a result of extensive tis-
sue repair and remodelling, incorporating col-
lagen type Il, a normal component of vitreous,
and collagen type | and Il which are not found
in normal vitreous. Immunohistochemical stud-
ies report the presence of Tenascin. Tenascin
is a large hexameric extracellular matrix glyco-
protein that is found in embryonic tissues, es-
pecially at epithelial-mesenchymal junctions,
and in developing brain tissue, where it pro-
bably plays a role in epithelial-mesenchymal in-
duction and migration. In the retina, it has been
reported to be present in choroidal neovascu-
lar membranes, in proliferative vitreoretinopa-
thy, proliferative diabetic retinopathy and ma-
cular pucker (6,7).

We report upon a group of children, with a va-
riety of vision-threatening complications, all
documented in the literature (4,9,10,12,13).
In a retrospective study of 219 patients with
uveitis younger than 16 years, pars planitis was
diagnosed in 11,87% of children with uveitis
(4). Pars planitis was the only type of uveitis
with anatomic intermediate localization in chil-
dren. Not one patient with intermediate uveitis
was found to have associated systemic disease.
The mostfrequent complicationsincluded cata-
ract (32,7%) and maculopathy (30,7%) and
posterior segment neovascularisation (4%). In
our patients, the distribution was similar for
cataract (40%) and retinal neovascularisation
(5%), but maculopathy was present in 65%.
The surgical procedures in the study of Kaday-
ifcilar (4) were cataract extraction (14,3%),
lensectomy and anterior vitrectomy (2%) and
peripheral cryotherapy (22,5%). In our pa-
tients, we encountered an equal need for cat-
aract extraction (3 eyes, 15%) and less for cryo-
therapy (2 eyes, 10%).
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In a retrospective study of 118 patients with
pars planitis by Lauer et al. (10), vitreous
haemorrhage as a complication of pars plani-
tis was encountered in 14% of patients. This
complication was more frequent in children than
in adults, as children often present at the clinic
in a later, florid stage of the disease. This can
be explained by the lack of complaints at young
age and subsequently presentation in an
advanced stage of the disease. Children also
exhibit a more exuberant inflammatory and/or
fibrovascular response.

In our patient with retinoschisis (or exudative
retinal detachment), the size of the schisis waned
with time. This finding confirms the exudative
aetiology of the detachment, as described by
Pollack et al. (13). He and his co-authors as-
sumed that the peripheral retinoschisis and/or
exudative retinal detachment may be related to
a Coats-like vascular response secondary to
chronic inflammation. Treatment of the vascu-
lar leakage tended to result in a resolution of
the detachment and/or schisis.

In the treatment of pars planitis, systemic im-
munosuppressive therapy is needed when
therapy with systemic corticosteroids is insuf-
ficient to control disease progression.
Methotrexate is now widely used in manage-
ment of uveitis (including intermediate) as a
steroid sparing and immunosuppressant drug,
despite the lack of controlled trials to positive-
ly demonstrate its effectiveness. In a number
of case series in inflammatory eye disease and
in the rheumatology literature the drug’s use
has been rigorously proven with a good safety
profile (16). Other immunomodulatory treat-
ments that have been used with variable suc-
cess in the treatment of uveitis include cy-
closporine, chlorambucil, azathioprine, tacroli-
mus (FK506) and tumor necrosis factor anta-
gonists. They can nevertheless be useful in treat-
ment of resistant uveitis. (3, 9, 12, 15) Cy-
closporine is claimed to be the most effective
treatment. Cyclophosphamide works very quick-
ly but has significant side effects and is there-
fore not used as first line treatment in children.

CONCLUSION

Our retrospective study consisted of a small
number of patients, presenting however a wide



variety of symptoms and complications. Topi-
cal corticoids are the basis of treatment and
may have to be administered for a long period.
In our young patient population, we have not
encountered one case that was not responding
to systemic corticosteroids. We emphasise the
need of rigorous treatment and frequent follow-
up (every 4 to 6 weeks), because of fluctua-
ting disease activity and the risk of intraocular
pressure rise.
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