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CASE REPORT

Neglected intrauterine bilateral congenital
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Congenital knee dislocation-subluxation is a rare
deformity." It was first described by Chanssier in 1812
and later by Chatelain in 1822.” Its incidence is 1 in
every 1,000births.>?Itsetiologyisnotcertain, and there
are frequently accompanying other musculoskeletal
abnormalities.’® Conservative treatment methods,
which usually consist of early manipulation, have
a high chance of success.” Surgical treatment is
indicated in later stages in neglected or unresponsive
cases to manipulation in the early period.”

In the literature, the first diagnosis was made in
the prenatal period as evidenced by a radiograph
taken after local trauma in 1986.2 However, it was
first diagnosed with ultrasonography in the prenatal
period in 2003." Despite hundreds of cases reported
in the literature, antenatal descriptions are very
rare.® Unlike the case reports in the literature, in this
article, we present a rare case of bilateral congenital
knee dislocation which was diagnosed after birth.
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ABSTRACT

Bilateral congenital knee dislocation is a rare deformity which
may present with other musculoskeletal abnormalities. In the
early period, conservative treatment options have a high chance of
success. However, in later stages, surgical treatment is indicated
in neglected or unresponsive cases to manipulation in the early
period. Herein, we present a rare case of bilateral congenital
knee dislocation which was diagnosed after birth. Retrospective
examination revealed that it occurred in the antenatal period and
neglected.
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Retrospective examination revealed that it occurred
in the antenatal period and neglected.

CASE REPORT

Emergency examination was requested for a
female, term newborn (38 weeks) due to deformity
and circulatory disorders in both lower extremities.
The patient was evaluated in the delivery room. She
was the first child of the parents with breech arrival
(up to 30 weeks breech), with a birth weight of
3,475 g and a height of 50 cm. Physical examination
revealed both lower extremity flaccidity,
approximately 90 degrees of hyperextension in
both knees, and cyanotic appearance in both lower
extremities (Figure 1). Both knees were urgently
reduced with gentle traction-flexion and circulation
returned to normal (Figure 2). Pediatric neurology
examination was requested due to flask clinic, but
no neurological pathology was considered. Other
joint movements of the patient were normal. The
patient was followed with ultrasonography during
pregnancy, but no information was provided to
family about the deformity. The relationship of
the baby with the foot and head was suggestive of
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FIGURE 1. The initial image of the newborn with circulatory
problem after birth.

FIGURE 3. Ultrasonography image at 30 weeks of pregnancy
showing the relationship of the baby with the foot and head
suggestive of the pathology.

FIGURE 4. Post-treatment image at five months showing
FIGURE 2. After reduction, circulation returned to normal. recovery.
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congenital knee dislocation on ultrasonography at
30 weeks (Figure 3).

In the treatment, she was followed with a pavlic
bandage instead of cast due to circulatory problems.
On hip ultrasonography performed in the first month,
growth retardation was observed in the left hip.
Currently, the treatment of the patient, who was
already treated with a pavlic bandage, continued
accordingly. The patient, whose bilateral knee
joint range of motion was fully restored and no
complications developed at five months, continues her
life in a healthy way (Figure 4).

A written informed consent was obtained from the
parents of the patient for publication of this case.

DISCUSSION

Bilateral congenital knee dislocation-subluxation is
uncommon with an incidence of 1 in 1,000 births
and 1 in 100 of developmental hip dysplasia.l21 It is
two-fold more frequent in girls than boys, and there
is no difference between the right and left knee and
one-third of the cases are bilateral.™

Although its exact etiology is still unclear,
three theories have been proposed as mechanical
defect, primary embryological defect, and primary
mesenchymal defect.' Oligohydramnios can affect
the baby’s position.’? Although breech delivery
is frequently seen in these patients, it cannot be
considered to be the single cause of the disease.
Although no etiological factor was found, our case
was in the breech presentation position for up
to 30 weeks. Different neuromuscular pathologies
and syndromes (Larsen, meningomyelocele, or
arthrogryposis) have been suggested among the
other rare etiological factors.'® Since the lower
extremities were in the flaccid position in our case,
a pediatric neurology examination was requested
and no pathology was found. There is no sufficient
evidence that it is inherited, and most of the cases are
sporadic. It may have a polygenic hereditary aspect
due to the association with additional anomalies and
syndromes.”® In this respect, our case was the first
child of the family and had no familial pathology.

Diagnosis is usually made on inspection at
first sight; as such, there are varying degrees of
hyperextension posture in the knee. In 1946, Leveuf
and Pais™ classified deformity into three groups
as hyperextension, subluxation, and dislocation. In
2011, Abdelaziz and Samir™ made a classification
based on range of motion, independent of joint
relationship. Direct radiography is widely used
to understand the severity of the deformity with
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the triple-classification system.*®® Computed
tomography and magnetic resonance imaging are
rarely used and the condition can be diagnosed
prenatally by ultrasonography.! In this case, the
relationship of the baby with the foot and head
was suggestive of congenital knee dislocation at
30 weeks on ultrasonography. In the literature, there
is a case diagnosed prenatally with a radiography
taken due to trauma." In our case, the diagnosis
was made by inspection and, due to the circulatory
problems, manipulation and reduction were applied
immediately, without any delay. Therefore, direct
radiography was taken after the reduction.

Nearly 82 to 88% of cases with congenital knee
dislocation-subluxation have musculoskeletal
system abnormalities, particularly lower extremity
abnormalities, congenital hip dislocation, and
pes equinovarus. Physical examination and hip
ultrasonography are important imaging tools in
detection of these deformities. As Ooshi et al.l
describes, additional deformities cannot be
successfully treated without a certain knee flexion. In
our case, there was developmental failure in the left
hip detected by ultrasonography at the first month.

Genu recurvatum deformity is present in the
differential diagnosis. Normal healthy babies have
a flexion deformity of 20 degrees in the knees.
Hyperextension of up to 20 degrees in the knees
is considered normal in breech deliveries and in
familial ligamentous hyperlaxity. Genu recurvatum
does not require any treatment. As the child grows,
ligamentous structures develop and the knee becomes
more stable.!!

The treatment depends on the degree of
deformity, the time of initiation of treatment, and
whether there are accompanying pathologies.
Conservative treatment should be started, as soon
as the pathology is recognized. Manipulation,
anesthesia with or without serial casting, pavlic
bandage, orthosis, and exercises are the main
conservative treatment methods.®”) The major
complication of manipulation and casting is the
manipulation fracture and epiphyseal slippage.l'!
No pathological condition was confirmed by direct
radiography following the manipulation in our case.
In a case series of 17 patients, Ko et al.'¥ reported
that, if there was no concomitant pathology and
treatment was started immediately, the chance
of success was high. The use of aluminum splint,
rather than casting, and flexion exercises are
also beneficial.® Since our case had a circulatory
problem, the treatment was started with a pavlic
bandage. In her follow-up, growth retardation was
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detected in the left hip and the pavlic bandage
period was prolonged.

In the light of the literature data, conservative
methods are preferred in type 1 and type 2
deformities, while surgical methods are indicated
in type 3 deformities.®! Surgical treatment comes
into prominence in patients with advanced stages
of more than six months in which conservative
treatment is insufficient or unsuccessful. Many
surgical techniques have been reported in the surgical
treatment depending on the age of the patient and
the degree of deformity. These include loosening the
quadriceps, iliotibial band, adductor and collaterals,
and anterior cruciate ligament.” In the literature,
patients who underwent surgical treatment had
additional anomalies, were unresponsive to treatment,
and had support tendon pathologies in and around
the knee, particularly with the absence of anterior
cruciate ligament and hypoplasia.l718

Although there are many perinatal diagnoses in
the literature, the fact that our case was a neglected
intrauterine deformity and the pathology was bilateral
with an accompanying circulatory disorder makes
our case the first report in the literature.

In conclusion, congenital knee dislocation-
subluxation is a rare deformity which can be diagnosed
easily. However, accompanying pathologies should be
evaluated in these cases. While successful results
can be achieved with early conservative treatment,
as soon as the diagnosis is made, it is a disease that
requires difficult and extensive surgical treatment
modalities in neglected cases who do not respond to
conservative treatment.
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