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Proximal focal femoral deficiency

Objectives
1.  Defineproxima focd femord deficiency (PFFD)
2.  Describe auseful classfication system for PFFD
3. Destribe the spectrum of severity of PFFD
4.  Describe current treatment approaches for PFFD

Discussion

Proxima focal femora deficiency (PFFD) is aterm used to describe a condition where the femur is
short and associated with an gpparent loss of continuity between the shaft and neck. Some consider
the congenital short femur to be in the spectrum of PFFD; the congenitd short femur does not have
aloss of continuity between the shaft and neck. There are severd dlassfications of PFFD. The
Aitken focuses on the status of the femorad head and neck; A denotes the presence of a proxima
femur that usudly fusesto the shaft at skeletal maturity, B denotes awell defined acetabulum, but
an unossified femora head at birth, C denotes no femora head and a poorly defined acetabulum,
and D an extremdy short or absent femur. Hamanishi described 10 gradations. Gillespiesis most
smple and gpplicable. In group I, the femur is 40-60% shorter than normal, and the hip and knee
can be made functional. In group 11, the femur is shorter, and the hip or knee cannot be made
functiond. The clinica gppearance of PFFD is characteridtic, with avery short, fleshy thighina
flexed, abducted and externdly rotated position. The foot usudly is at about the leve of the
norma knee. Fibular hemimelia accompanies PFFD in dmost one haf the cases.

Treatment of PFFD requires complex decisiontmaking, surgical reconstruction, and prosthetic
expertise. Milder forms can be treated with correction of the proxima pseudarthross, vagus
osteotomy of the proximal femur, and femora lengthening. In more severe cases, amputation and
prosthetic fitting is necessary. There are severa surgica gpproaches currently employed to
fecilitate progthetic fitting and improve function. For children who have no hip joint and a smdl
femur, the femur has been fused to the pelvis to dlow the knee joint to functiondly substitute for
the hip joint. For patients with a stable hip and very short femur, Symes amputation and knee
fusion (with or without epiphyseodess) alows progthetic fitting Smilar to that for aknee
disarticulation. The Van Nes rotationplasty essentialy reverses the plane of the ankle joint at the
knee leve, which dlows the limb to function more as would a below knee ampuitation.
Disadvantages to the Van Nes procedure are its cosmetic gppearance and the tendency for the ankle
to spontaneoudy derotate to its origind podition. Recent modifications of technique have reported
less derotation than previoudy reported. Selection of procedure and timing are critica to
optimizing function of patientswith PFFD. Fitting with a prosthesis modified to accommodate the
foot and leg is often prescribed a about 12 months, when the child would developmentally start
ambulating.



Petients with congenita short femur characteristicaly have an externaly rotated leg secondary to
femord retroversion, hypoplasa of the laterd femord condyle (with or without fibular hemimdia),
absence of the cruciates, and an exaggerated anterolateral bow of the femur. Muscul otendinous
contractures aso render lengthening difficult for congenitad short femur. Inaddition to
lengthening, correction of rotationd and angular deformities are prerequisites to a successful result
for congenitd short femur. The presence of postaxid deficiencies below the knee may complicate
managemen.

Children in developing countries who have limited access to medica care will generdly find away
to ambulate and participate in childhood play. Beginning care later in childhood is much more
difficullt.

Genetic counsding for children with limb deficienciesis dso difficult, as predictable genotype-
phenotype relationships have not yet been established.
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