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ABSTRACT

INTRODUCTION: Congenital cataract is considered a rare disease by the World Health
Organization and has diverse causes, including genetic mutations, infections and metabolic dis-
orders. Despite advancements in surgical management, patients remain at risk for complications
such as amblyopia, strabismus and glaucoma. Visual outcomes heavily depend on early diagno-
sis, age at surgery, and adherence to postoperative care.

METHODS: Retrospective observational study including pediatric patients who underwent
congenital cataract surgery at the Ophthalmology Department of Unidade Local de Saude de
Santo Antonio in Porto, Portugal, between 2010 and 2023.

RESULTS: A total of 49 eyes (from 32 patients) with congenital cataract operated on a pediatric
age were included. Most cases included bilateral cataracts (n=34; 69.4%) and the most frequent location
was posterior (n=22; 52.4%). The median age at surgery was 3.55 years old (0.06 — 16.90) and a family
history of congenital cataract was positive in 4 (12.5%) patients. Laterality did not impact age at surgery
(p=0.686). Primary intraocular lens (IOL) implantation was performed in 71.4% (n=35) of eyes, predomi-
nantly at older ages (5.81 (2.17-16.90) vs 0.30 (0.06-0.87); p<0.001). Patients submitted to surgery over 1
year of age had an improved final best-corrected visual acuity (p<0.001) and lower myopization rates
across follow-up (p<0.001). A posterior Nd:YAG capsulotomy was required in 91.7% (n=11) of eyes not
submitted to primary anterior vitrectomy/posterior capsulorhexis (n=12) at a median time of 4.04 years
postoperatively and surgical reintervention was needed in 4 eyes. A diagnosis of glaucoma was made in
5 eyes (2 with persistent primary hyperplastic vitreous) at a median of 0.25 years postoperatively, with
3 eyes requiring glaucoma surgery. Additional variables significantly associated with an improved final
BCVA were the absence of ocular structural anomalies and having bilateral cataracts.

CONCLUSION: Studying rare conditions like congenital cataracts is challenging due to the
heterogeneous nature of real-life scenarios. However, documenting real-life management deci-
sions and outcomes is crucial. Bilateral cataracts, being operated over the year of age and not hav-
ing ocular structural anomalies, related to an improved final BCVA.

KEYWORDS: Cataract Extraction; Cataract/congenital; Child.
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RESUMO

INTRODUGCAO: A catarata congénita é considerada uma doenga rara pela Organizagio
Mundial da Saude (OMS) e tem diversas causas, incluindo mutagdes genéticas, infecdes e
distarbios metabdlicos. Apesar dos avangos na sua gestao cirurgica, continua a existir o risco de
complicagdes como ambliopia, estrabismo e glaucoma. Os resultados visuais dependem sobretudo
do diagndstico precoce, da idade a data da cirurgia e da adesao aos cuidados pds-operatorios.

METODOS: Estudo observacional retrospetivo incluindo doentes pediétricos submetidos a
cirurgia de catarata congénita no Servico de Oftalmologia da Unidade Local de Satide de Santo
Antoénio, Porto, Portugal, entre 2010 e 2023.

RESULTADOS: Foram incluidos um total de 49 olhos (de 32 doentes) com catarata congénita
operados em idade pediatrica. A maioria dos casos apresentava cataratas bilaterais (n=34; 69,4%) e a
localizagao mais frequente foi posterior (n=22; 52,4%). A idade média a data da cirurgia foi de 3,55 anos
(0,06 —16,90) e havia histdria familiar positiva em 4 (12,5%) doentes. A lateralidade nao teve impacto na
idade a data da cirurgia (p=0,686). O implante primario de lente intraocular (LIO) foi realizado em 71,4%
(n=35) dos olhos, predominantemente em idades mais avangadas (5,81 (2,17-16,90) vs 0,30 (0,06-0,87);
p<0,001). Doentes operados com mais de 1 ano de idade apresentaram uma melhor acuidade visual
corrigida (AVC) final (p<0,001) e menores taxas de miopizagao ao longo do follow-up (p<0,001). Foi
necessaria capsulotomia posterior Nd:YAG em 91,7% (n=11) dos olhos nao submetidos a vitrectomia
anterior/capsulorrexis posterior primaria (n=12), em média 4,04 anos apds a cirurgia, e 4 olhos foram
re-intervencionados. Cinco olhos foram diagnosticados com glaucoma (2 com persisténcia do vitreo
primario hiperplastico), em média 0,25 anos apos a cirurgia, sendo que 3 necessitaram de tratamento
cirargico. Variaveis adicionais significativamente associadas a uma melhor AVC final foram a auséncia
de anomalias estruturais oculares e a presenga de cataratas bilaterais.

CONCLUSAO: Estudar doengas raras como a catarata congénita ¢ desafiante devido a natureza
heterogénea dos casos da vida real. Por esta razao é essencial documentar as decisdes terapéuticas e
os resultados na pratica clinica. A presenca de cataratas bilaterais, operadas apos o 1° ano de vida e a

auséncia de anomalias estruturais oculares estdo associadas a uma melhor AVC final.

PALAVRAS-CHAVE: Catarata Congénita; Crianga; Extragao de Catarata.

INTRODUCTION

Congenital cataract, which refers to an opacity of the lens
detected at birth or at an early stage of childhood, is an im-
portant cause of visual disability worldwide, with an esti-
mated incidence of 1.8 to 3.6 cases/10 000 children per year.!
Its worldwide prevalence, estimated to be 4 to 5 cases/10 000
children, classifies it as a rare disease according to the World
Health Organization (<6.5/10 000).” The etiology of congeni-
tal cataracts is diverse, with most bilateral cases involving
mutations in genes encoding lens proteins.’ Other causes in-
clude acquired intrauterine infections (especially congenital
rubella syndrome), metabolic disorders, trauma, uveitis, cor-
ticosteroid use and radiation-induced cataracts.**

Although advancements in the surgical management of
pediatric cataracts decreased the incidence of some post-
operative complications, such as posterior capsule opaci-
fication,” these patients remain at risk for significant am-
blyopia, strabismus and glaucoma. Other postoperative
complications include corneal edema, retinal hemorrhages/
detachment, endophthalmitis, irregular pupil, iris hetero-
chromia and visual axis opacities.®
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Amblyopia occurs when there is deprivation of sen-
sory information during sensitive periods of visual system
development.” Thus, the visual prognosis depends criti-
cally on the age of cataract onset/diagnosis and surgery,
as well as the laterality status, associated ocular/systemic
conditions and adherence to postoperative optical correc-
tion and patching therapy.® The Infant Aphakia Treatment
Study (IATS) demonstrated that children undergoing uni-
lateral congenital cataract surgery can achieve good visual
outcomes when early surgery is combined with consistent
optical correction and part-time patching of the fellow eye.’

Strabismus can be a presenting symptom of visually
significant cataracts. When present preoperatively, post-
operative orthotropia is unlikely."” When reported follow-
ing cataract surgery, strabismus is more likely to occur in
unilateral cases compared to bilateral cases, with esotropia
being more frequent.'”'" The literature presents contradic-
tory results regarding factors associated with an increased
incidence of postoperative strabismus. These include the
presence of nystagmus, a significant postoperative interoc-
ular best-corrected visual acuity (BCVA) difference and
preservation of the posterior capsule, among others."*!" In
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the IATS study, the incidence of strabismus in patients who
underwent unilateral cataract surgery was unaffected by
whether or not an intraocular lens (IOL) was implanted."

Another late complication of pediatric cataract surgery
is open-angle glaucoma, affecting up to 18% of infants op-
erated on for a unilateral cataract.”” The onset of glaucoma
may occur up to years after surgery and for this reason,
long-term follow-up is required. Its onset has been report-
ed at a median of 4.3 years after surgery.”” A younger age at
surgery (especially before 4 weeks of age) is an important
risk factor.12 Although primary IOL placement has long
been considered protective, the IATS study did not identify
a reduced glaucoma risk.'*"

The purpose of this retrospective observational study is
to characterize a Portuguese congenital cataract patient co-
hort, its visual acuity outcomes and to study the association
between congenital cataracts and strabismus, as well as the
incidence of glaucoma. Investigating the real-life outcomes
of rare and heterogeneous pathologies such as congenital
cataracts is essential to improve our understanding of the
disease and ultimately inform future clinical practices.

METHODS

This retrospective observational study used a pseudo-
anonymized database of pediatric patients who underwent
unilateral or bilateral cataract surgery at the Ophthalmol-
ogy Department of Unidade Local de Saude de Santo
Anténio in Porto, Portugal, between 2010 and 2023.

Collected data included age at cataract diagnosis and
referencing motive, sex, ophthalmological/systemic/family
history, cataract morphology and laterality status (unilat-
eral versus bilateral), baseline BCVA and objective refrac-
tion, age at time of surgery, surgical technique performed,
development of immediate/late complications (and man-
agement), need for reoperation and BCVA and objective
refraction at 1-month, 1-year and at the last follow-up ap-
pointment. For children left aphakic and optically corrected
with a contact lens, the refractive error at a vertex distance
of 12 mm was calculated.

At our center, anterior vitrectomy is routinely car-
ried out on all patients under six years of age undergoing
congenital or juvenile cataract surgery. Primary posterior
capsulorhexis is generally performed in children under
eight years of age, but this will be adjusted depending on
whether the child is considered cooperative for a subse-
quent Nd:YAG laser capsulotomy. Primary and secondary
intraocular lens implantations are usually performed after
12 months of age.

Statistical analysis was performed using IBM SPSS Sta-
tistics 26. Normality of data was assessed using the Kol-
mogorov-Smirnov test. Our data analysis revealed a non-
normal distribution for the studied variables. Categorical
variables are presented as relative frequencies. Continuous
variables are summarized as median and minimum and
maximum values. A p-value inferior to 0.05 was considered
statistically significant.

RESULTS

Out of a sample of 68 operated eyes, 19 were excluded
due to the following reasons: traumatic cataract (8 eyes),
uveitis-associated cataract (1 eye), metabolic-associated
acquired cataract (2 eyes) and surgery performed only at
adult age (8 eyes). As a result, 49 eyes of 32 patients with
congenital cataract operated on at a pediatric age were in-
cluded.

Patient demographics, as well as laterality, cataract type
and preoperative BCVA and spherical equivalent (SE) are
presented in Table 1. Most cases included bilateral cataracts
(n=34; 69.4%) and the most frequent type was posterior la-
mellar. The median age at surgery was 3.55 years old, with
the oldest patient operated at 16.90 years of age. A family
history of congenital cataract was positive in 4 (12.5%) pa-
tients and 3 of these had bilateral cataracts. A comprehen-
sive evaluation of concomitant systemic and ophthalmo-

Table 1. Demographic data and clinical characteristics are dis-
played, including gender distribution, laterality, type of cataract,
preoperative visual acui?f and spherical equivalent, age at cata-
ract surgery, age at last follow-up, follow-up duration, and family

history.

Gender, female patients (%) 11 (34.4%)

Right eye (%) 23 (46.9%)

Laterality, bilateral cataract (%) 34 (69.4%)

Cataract type (%) n=42 (85.7%)
Anterior 3 (7.1%)
Posterior 22 (52.4%)
Nuclear 8 (19.1%)
Total 9 (21.4%)

Strabismus, patients 12 (37.5%)
Esodeviation, patients 6 (18.75%)

Preoperative BCVA (decimal)
Esodeviation (1) 0.28 (0.01 - 0.50)
Exodeviation (2) 0.11 (0.01 - 0.20)
Preoperative BCVA (1 vs 2) p=0.486
Preoperative SE (D) 0.00 (-10.00 - 5.00)

Age at surgery, years 3.55 (0.06 - 16.90)
Bilateral cataracts 3.55 (0.18 - 16.90)
Unilateral cataracts 3.79 (0.06 - 8.00)
Strabismus patients, age 2.18 (0.30 - 8.00)

Esodeviation (3) 2.18 (0.30 - 6.75)
Exodeviation (4) 7.00 (0.87 - 8.00)
Age at surgery (3 vs 4) p=0.069
Age at last-follow-up, years 9.00 (1.86 - 26.40)
Follow-up time, years 474(0.04-12.66)

Family history, patients (%) 4 (12.5%)
Bilateral cataract patients with positive 3 (75.0%)
family history, patients (%)

0.15 (0.01 - 0.50)

BCVA: bestcorrected visual acuity, SE: spherical equivalent, D: diopters.

logical disease is displayed in Table 2, along with cataract
laterality status. All patients with a preoperative exodevia-
tion had unilateral cataracts, while only 16.7% of patients
with a preoperative esodeviation had unilateral cataracts.
Eyes with an exodeviation were operated on at an older
age than those with an esodeviation (Table 1), but this dif-
ference was non-significant (p=0.069). Preoperative BCVA
was also comparable between strabismus groups (p=0.486).
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Table 2. Ophthalmological and systemic associations in the stu-
dy cohort are displayed, along with cataract laterality status for
each group.

Ophthalmological associations, patients

Esodeviation 6
Exodeviation 6
Persistent Hyperplastic Primary Vitreous 5
Posterior embriotoxon, iris stromal hypoplasia 1
Posterior lenticonus 1
Nystagmus 1
Unilateral cataract in,

Esodeviation 1 (16.7%)
Exodeviation 6 (100%)
Persistent Hyperplastic Primary Vitreous 5 (100%)
Posterior embriotoxon, iris stromal hypoplasia 1 (100%)
Posterior lenticonus 1 (100%)

Nystagmus 0 (0%)

Systemic associations, patients

Down Syndrome

Atopic dermatitis and food allergy
Mitochondrial disease

Demyelinating neuropathy and epilepsy
Gorlin Syndrome

Stickler Syndrome

Several congenital malformations

e N ¢

Bilateral cataract patients with positive systemic
disease o rEU)

Age at surgery, years

Aphakia Primary IOL implantation

15,0 10,0 5.0 0,0
p<0,001

10,0 15,0

Figure 2. Double bar chart displaying the number of patients (x-axis) oper-
ated by age (y-axis) according to the chosen management strategy.

versus t
SE in 3 time points, as wel

Table 3. Summary of postoperative visual and refractive outco-

mes for ]Eatients undergoing primary IOL implantation (group 1)

ose left aphakic (%roup 2). The table displays BCVA and

as myopization rates for both groups.

The statistical significance for the differences in final BCVA and
myopization rates between groups is displayed.

Primary IOL implantation (group 1)

n=35 (71.4%)

Laterality did not impact age at surgery (p=0.686), as il-
lustrated in Fig. 1. This finding was consistent even when
analyzing patients under 1 year of age (p=0.662). Primary

Laterality status
Unilateral Bilateral

10,0

Age at surgery, years

5,0 5.0

10,0 8,0 6,0 4,0 2,0 0,0 2,0 4,0 6,0 8,0 10,0

p=0,686

Figure 1. Double bar chart displaying the number of patients (x-axis) oper-
ated by age (y-axis) according to laterality status.

IOL implantation was performed in 71.4% (n=35) of eyes,
predominantly at older ages (5.81 (2.17-16.90) vs aphakia
at 0.30 (0.06-0.87); p<0.001) (Fig. 2 and Table 3). For eyes left
aphakic (n=14), 4 underwent secondary IOL implantation
at 1.5-years, 2-years and 6-years (2 eyes) postoperatively.
Table 3 characterizes implanted IOLs and compares post-
operative BCVA at 3 time points (1-month post-op, 1-year
post-op and at last follow-up), SE and myopization rates
between group 1 (primary IOL implantation) and group 2
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Age at surgery, years

Axial length (mm)
IOL power (D)
IOL power target (SRK/T) (D)

1-month postop BCVA (decimal)
1-year Fostop BCVA (decimal)
Last follow-up BCVA (decimal)

1-month SE (D)
1-year SE (D)
Last follow-up SE (D)

Myopization (D) 1 year pOStO{)
Myopization (D/year) total follow-up

5.81 (2.17-16.90)

21.96 (18.17 - 32.40)
23.00 (1.00 - 32.00)
0.55 (-1.50 - 2.00)

0.50 (-1.75 - 3.25)
0.00 (-2.50 - 4.75)
-1.00 (-4.50 - 2.25)

0,00 (-2.25-1.50)
-0.17 (-0.86-0.12)

Aphakia (group 2)

n=14 (28.6%)

Age at surgery, years

1-month postop BCVA (decimal)
1-year postop BCVA (decimal)
Last follow-up BCVA (decimal)

1-month SE (D)
1-year SE (D)
Last follow-up SE (D)

Myopization (D) 1 year post 01i7
Myopization (D/year) total follow-up

0.30 (0.06-0.87)

0.07 (0.00 - 0.50)

18.50 (11.00 - 27.00)
13.25 (6.00 - 20.00)
4.88 (-1.25 - 10.50)

-4.75 (-14.00 - -0.50)
-2.39 (-6.34 - -0.90)

Last follow-up BCVA (decimal)
(group 1 vs group 2)

Myopization (D/year) 1 year post op
(group 1 vs group 2)

Myopization (D/})j/ear) total follow-up
(group 1 vs group 2)

p<0.001
p<0.001
p<0.001

BCVA: bestcorrected visual acuity, SE: spherical equivalent, D: diopters.

(primary aphakia). The aphakia group had a higher myopi-
zation rate throughout the follow-up period (p<0.001) and
worse final BCVA (p<0.001).

A posterior Nd:YAG capsulotomy was required in 91.7%
(n=11) of eyes not submitted to primary anterior vitrectomy/
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posterior capsulorhexis (n=12) at a median time of 4.04 years
postoperatively (4.04 (0.68 — 9.51)). All had been implanted
with an IOL and were over the age of 5 years (which is in line
with the usual practice at our center), except for a child with
Stickler syndrome, operated on at the age of 4. A surgical re-
intervention was needed in 4 eyes due to vitreous strands to
the main incision (1 eye), excessive inflammation requiring
lens explantation (1 eye) and bilateral anterior chamber IOL
subluxation (of a secondarily implanted IOL). A diagnosis of
glaucoma was made in 5 eyes (2 from the same patient) at a
median of 0,25 years postoperatively (0.23 — 3.64). Of these,
2 had been submitted to cataract surgery with primary IOL
implantation and 3 had been left aphakic, at a median age
at surgery of 0,18 years (0.06 — 3.56). Two of these eyes also
had persistent fetal vasculature (PFV) and the other 2 had
postoperative complications requiring early reintervention.
Subsequent glaucoma surgery was needed in 3 eyes (cyclo-
photocoagulation and deep sclerotomy) and hypotensive
topical drugs were being applied to 4 (80%) eyes at the end
of follow-up. Fig. 3 displays the evaluation of different vari-
ables (age at surgery, surgical management strategy, gender,
presence/absence of strabismus, laterality, location and pres-
ence of structural anomalies) in association with final BCVA.
Variables significantly associated with an improved BCVA
was being over 1 year of age at the time of surgery (p<0.001),
the decision to primarily implant an IOL (p<0.001), having
bilateral cataracts (p=0.007) and the absence of structural
anomalies (p<0.001). Structural anomalies considered for the
analysis included eyes described in Table 2 (Ophthalmological
associations), excluding strabismus and nystagmus.

DISCUSSION

In our study, most patients (65.6%) were male, which
is in line with male-to-female incidence ratios reported in
other studies.'*!” Bilateral cataracts were also more com-
mon, but laterality status did not significantly impact age at
surgery, even under the first year of age. The most common

cataract type was posterior lamellar. These include opaci-
ties of posterior layers of the lens, often with opacification
of the adjacent cortex,® carrying a worse visual prognosis in
comparison to anterior polar/nuclear cataracts.”® This likely
explains why over half of all operated eyes in our sample
had this type of cataract. Since genetic mutations account
for the majority of cases of bilateral cataracts,” with both
dominant and recessive inheritance patterns,®” it is un-
surprising that most patients with positive family history
in our sample had bilateral cataracts. The systemic condi-
tions described in this cohort had already been associated
with cataract development, namely for Down, Stickler and
Gorlin syndromes and mitochondrial diseases.'*'*"” Atopic
dermatitis has also been associated with an increased risk,
especially in severe forms of the disease.”

Regarding ophthalmological associations, preoperative
strabismus included only horizontal deviations. The inci-
dence of preoperative strabismus was 37.5%, slightly higher
than IATS reported incidence." The patients enrolled in the
IATS study had a median age of 1.8 months,* which lim-
its comparability with our study. The number of patients
with esotropia and exotropia was equal, though esotropia
is more commonly reported in the literature.” A unilateral
cataract was more commonly associated with an exodevia-
tion and bilateral cataracts with esodeviations. The age of
onset of vision loss, interorbital distance, and refractive er-
ror in the unaffected/less affected eye are known factors in
determining the direction of sensory strabismus.”** In our
sample, we observed a tendency for eyes with an exodevia-
tion to be operated on at an older age than those with an es-
odeviation, although their preoperative BCVA was compa-
rable. This finding is in line with the observation that most
patients with very early visual loss develop an esotropia,
whereas those who experience visual loss later tend to de-
velop an exotropia. Although reported incidences of stra-
bismus after cataract surgery show esotropia to outnumber
exotropia,'’” we only assessed preoperative strabismus
and did not evaluate it prospectively.

|

X

Final follow-up BCVA

o

2
X

. 1 I
o P 4 ¥ il = %‘M \\DsM
v«“‘”\ov
L ) p=0,620 p=0,107 p=0,007 p=0,064 p<0,001

T
p<0,001

Figure 3. A clustered boxplot of potential visual prognostic factor is shown. The p-value for each variable is shown under the x-axis.
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Regarding the surgical management, our results are in
accordance with the literature. No patient was left aphakic
when operated on over 1 year of age. In the IATS study, in-
cluding only unilateral congenital cataracts, the mean grat-
ing visual acuity (at 12 months of age), median optotype
(HOTYV test) BCVA (at 4.5 years of age) and median logMAR
(ETDRS) BCVA (at 10.5 years of age)* did not differ signifi-
cantly between surgical strategies (primary IOL implanta-
tion vs aphakia) in patients operated in the first 6 months of
life.”* Since there was a higher incidence of adverse events
in the primary IOL implantation group, specifically iris pro-
lapse during IOL placement,” lens reproliferation into the
visual axis, pupillary membrane formation, and corectopia,
a recommendation was drawn to leave aphakic an eye oper-
ated on an infant younger than 7 months of age.”* Only 4
of the 14 patients left aphakic in our cohort were submitted
to a secondary IOL implant during follow-up, at 1.5 (1 eye),
2 (1 eye) and 6 years-postoperatively (2 eyes). Additionally,
the surgical strategy in our cohort did impact final BCVA,
with primary IOL implantation patients (>1 year of age at
time of surgery) exhibiting an improved final BCVA. Age
and primary IOL implantation are correlated and their im-
pact on the final BCVA is indistinguishable in our case series.
Understandably, patients operated at an older age (with IOL
placement) most likely had less visually significant cataracts,
hence a better prognosis. When predicting the optimal IOL
power, a myopic shift (with growth) needs to be anticipat-
ed, and so an undercorrection is usually applied, which is
in line with our calculated target 0.55D (-1.50 — 2.00)D. Our
minimum chosen target was -1.50D for an 8 year-old patient
who did not tolerate using optical correction preoperatively.
Of note, our sample has no planned undercorrections over
+2.00D. This could be explained with Fig. 2, since these pa-
tients were operated mostly over 1 year of age (median age
5.81 (2.17-16.90)), where typically applied overcorrections are
lower.” Regarding the myopization rate, it was significantly
higher in eyes left aphakic in comparison to eyes implanted
primarily with an IOL. An important point is that patients
were on average older in the primary implantation group,
so the myopization rates would be expectingly lower. Re-
garding aphakic patients, the IATS study found an average
myopization rate of -2.11D/year from surgery to 18 months
post-randomization (PR), -0.68D/year from 1.5 years to 5
years PR and -0.35/year from 5 to 10 years PR.” In the first
year after surgery, myopization rates in our aphakia group
were higher than reported (-4.75 (-14.00 — +0.50))D/year. A
patient with unilateral congenital cataract and persistent
hyperplastic primary vitreous experienced the maximum
myopic shift of -14.00D within 1 year and was diagnosed
with glaucoma four years after surgery. Considering post-
operative complications, a posterior Nd:YAG capsulotomy
was required for almost all (91.7%; n=11) eyes that had not
been submitted to a primary anterior vitrectomy/posterior
capsulorhexis. Given the varied timing until capsulotomy
(median of 4.04 years (0.68 — 9.51)), we emphasize the need
for long-term monitoring.

Regarding glaucoma, 10.20% of eyes were affected at a
median of 0.25 years postoperatively (0.23 — 3.64), a low-
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er incidence compared to the IATS study (18% by 5 years
of age)” and sooner after cataract surgery than reported
(mean of 4 to 5 years after cataract removal).”” Reported
incidences of glaucoma differ greatly in the literature due
to different follow-up times (hindering detection), glau-
coma definitions (hindering inclusion) and study popula-
tions.'*?"*? The potential protective effect of primary IOL
implantation in preventing glaucoma after cataract re-
moval in infancy is debated, but the IATS did not support
this protective effect.'”” Our number of glaucoma cases (n=5)
is small to conclude this topic, especially because there is
a similar number of cases in each surgery group. Patients
were relatively young at cataract removal (0.18 years (0.06
- 3.56)), and this is a risk factor for glaucoma both in the
1-year and 5-year results of the IATS.">** Specifically, age
ranges conferring increased risk were 28-48 days-old versus
49-210 days-old.””” Two of our patients had PFV, another
known risk factor for glaucoma that has been found to in-
crease the risk 3.1 times.”

Variables significantly associated with an improved
BCVA were being over 1 year of age at the time of surgery,
the decision to primarily implant an IOL, having bilateral
cataracts and the absence of ocular structural anomalies.
In the literature, visual prognostic factors are highly vari-
able. Factors linked to a poorer postoperative visual acu-
ity have included male gender, presence of nonophthal-
mic disorders, preoperative nystagmus, age at surgery <
1 year, aphakia, postoperative complications and being
of non-Caucasian ethnicity.** Another important factor
to be considered is compliance with postoperative occlu-
sion. This was not evaluated in this study, but others have
found it to be the factor most strongly associated with the
visual outcome of both unilateral and bilateral cataracts.34
Our results regarding the effect of age (and subsequently
the decision to primarily implant an IOL) in final BCVA
are according to the literature, as well as the effect of ocu-
lar structural anomalies (in our sample mostly persistent
hyperplastic primary vitreous), whose prognosis depends
on the specific pathology involved. In our sample, bilateral
cataracts had a better visual prognosis. Since the laterality
status (unilateral vs bilateral) did not differ according to the
age at surgery, we can attribute this effect to the competi-
tive inhibition (pronounced in unilateral cataracts), along-
side the impact of the stimulus deprivation itself.

Two major limitations of this study are its retrospective,
non-interventional nature and the relatively small sample size,
which limits the generalizability of results. Patients were also
included irrespective of the follow-up duration, with some
having ceased follow-up at our center. Shorter follow-up peri-
ods may not be sufficient to identify late-onset postoperative
complications, such as glaucoma or retinal detachment.

Although studying rare and heterogeneous conditions
like congenital cataracts presents numerous challenges,
particularly in terms of homogenizing data to draw unbi-
ased conclusions, it is crucial to document real-life manage-
ment and outcomes. Only by doing so can we truly under-
stand the effectiveness of our various treatment approaches
and enhance the care we provide to our patients.
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