
Introduction
Neglected bilateral clubfoot clubhand deformity includes 
skeletal disorders characterized by short middle segments of the 
limbs. Along with this feature, the individual disorders in this 

category demonstrate different patterns of presentation, clinical 
severity, specific radiologic changes, and associated skeletal 
manifestations. Affected individuals are clinically of normal 
stature with particularly short mesomelic segments with nearly 
symmetric limb abnormalities.
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Introduction: Neglected bilateral clubfoot clubhand deformity is a mesomelic type of dysplasia that is characterized by disproportionate 
shortness of the middle segment of all limbs and is a form of short-limb dwarfism. Affected individuals are clinically of normal stature with 
particularly short mesomelic segments with nearly symmetric limb abnormalities.
Case Report: The patient was a 20-year-old male Indian who came to outpatient department for cosmetic purpose. Upper limb abnormalities 
include short forearm, and elbow joints which are broad and deformed with limited flexion-extension range of motion and decreased 
pronosupination of the forearms. The hands are normal in appearance. The foot is also affected and deformed. The fibulae are malformed and 
long in relation to the tibiae. Both bones, tibia, and fibula are dysplastic. The atypical foot deformity seen in this patient is characterized by a 
severe equinovarus component. He is able to do his activities of daily living and can do activities such as gripping, holding a pen/cup, opening a 
door, and writing on paper comfortably. He is able to walk normally without any support. This patient has normal stature, normal systemic 
examination, and normal chromosomes.
Conclusion: The neglected bilateral clubfoot clubhand deformity a type of mesomelic dysplasia was the most likely diagnosis in our patient. 
Disorders involving Nievergelt syndrome and mesomelic dwarfism were considered but none were likely possibilities. Our patient had the 
malformed fibulae and tibiae, and the severe equinovarus deformity of the feet. There were triangular shaped ulnae which were deficient distally, 
and the radii were bowed. Unlike Nievergelt syndrome, our patient did not have a severe deformity of hands and fingers. He is functionally sound 
and able to do his activities of daily living and can do activities such as gripping, holding a pen/cup, opening a door, and writing on paper 
comfortably. He is able to walk normally without any support. These features have not been previously described in literature leading to our 
diagnosis of neglected bilateral clubfoot clubhand deformity.
Keywords: Bilateral clubfoot deformity, bilateral clubhand deformity, mesomelic dysplasia.

Abstract

Learning Point of the Article:
Neglected bilateral clubfoot clubhand deformity is a mesomelic type of dysplasia that is characterized by disproportionate shortness of the 
middle segment of all limbs and is a form of short-limb dwarfism. We describe a patient with neglected bilateral clubfoot clubhand deformity 
with findings like bilateral dysplasia of the radius and ulna, bilateral dysplastic tibia and fibula, dysplasia of the elbow and ankle joints.
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Upper limb abnormalities include short forearm, and elbow 
joints which are broad and deformed with limited flexion-
extension range of motion and decreased pronosupination of 
the forearms. The hands are normal in appearance. In addition, 
roentgenograms typically showed dysplasia of the elbow joints 

and dysplastic forearm bones.
Clinically, the foot is also affected and deformed. The fibulae are 
malformed and long in relation to the tibiae. Both bones, tibia, 
and fibula are dysplastic [1]. The atypical foot deformity seen in 
this patient is characterized by a severe equinovarus 
component. Roentgenograms also show dysplasia of the ankle 
joints and diastasis between the 1st and 2nd ray.
Several  indiv iduals  w ith Nievergelt  sy ndrome [2], 
symphalangism, carpal fusion, atypical clubfeet with tarsal 
fusion, and dislocation of the radial head have been reported 
under the broad term of Nievergelt-pearlman syndrome [3] and 
have features similar to the patient described in this report but 
all these will not be considered here. We report on a patient with 
neglected bilateral clubfoot clubhand deformity, who exhibits 
characteristics consistent with mesomelic dysplasia.

Case Report
At the first visit, the patient was a 20-year-old male Indian who 
came to outpatient department for cosmetic purpose. He was 
born at term by normal spontaneous vertex vaginal delivery. 
Gestation, labor, and delivery were uneventful. The postnatal 
course was also uneventful. Developmentally, he achieved all 
milestones without delay. He had no feeding problems. His 
general health was good including normal respiratory, cardiac, 
gastroenterology, and urogenital system. Normal central 
nervous system and spine on examination. No history of seizure 
disorder or intensive care unit admission in the past. The family 
history was unremarkable and there was no evidence of 
consanguinity.
Physical examination was normal with the patient and only 
complaints of cosmesis and deformity with no functional 
limitation (Table 1).
He is able to do his activities of daily living and can do activities 
such as gripping, holding a pen/cup (Fig. 1), opening a door, 
and writing on paper comfortably. He is able to walk normally 
without any support (Fig. 2). Due to the deformity of the foot, 
he bears weight on his first and second toes causing diastasis 
between the first and second rays of his foot bilaterally.
His head and face have normal morphology. Eyes, ears, nose, 
mouth, and oropharynx were normal. The neck appeared 
normal in length. The chest, heart, abdomen, and genitalia were 
normal.
The skin was normal. The cranial nerves were grossly intact; 
there was good control of the trunk and head. Abnormal 
articulation of the elbows, wrists, and ankles was seen during 
joints examination. The upper arm was normal (Table 2). The 
elbow joints were wide with restricted flexion and extension. 
The forearms were short, broad, and bowed. Pronation and 
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Figure 1: Function – writing skills – patient is able to hold the pen 
and write comfortably.

Figure 2: Function – locomotion – patient able to walk without 
support.
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supination were also limited. The hand had normal anatomy 
with no deformity in the hand and fingers (Fig. 3a).
The upper leg was normal. The knee joint was normal with 
normal flexion and extension. The lower legs were malformed 
and bowed distally. The ankles on examination were deformed, 
stiff, and in an equinovarus position. The feet were normal 
grossly with diastasis between 1st and 2nd ray and in extreme 

plantar flexion. There was limited 
dorsiflexion (Fig. 3b).
Chromosome analysis with trypsin 
Giemsa staining was performed on 
peripheral lymphocyte cultures and 
demonstrated normal chromosomes.
A skeletal survey showed a normal skull 
and normal chest. The lateral spine 
showed nor mal  anatomy of  the 
cervical, dorsal, and lumbar spine. The 
pelvic bones and sacral vertebrae 
appeared normal. In the upper limbs, 
the radii were curved and short with 
radial heads dislocated; the ulnae had 
thickened proximal ends, short and 
triangular in shape. Normal carpal 
bones and metacarpals were seen 
bilaterally. Radiographs of the lower 
limbs demonstrated normal femora. 
The leg demonstrated a distal ly 
thickened tibia and malformed fibula 
(Fig. 4).
Both feet showed normal tarsal bones 
and all five metatarsals were normally 

developed. First and 2nd rays were splayed. All five toes had 
normal anatomy with widened web space between 1st and 2nd 
toes.

Discussion
The neglected bilateral clubfoot clubhand deformity a type of 
mesomelic dysplasia [4, 5] was the most likely diagnosis in our 
patient. Disorders involving Nievergelt syndrome and 
mesomelic dwarfism were considered but none were likely 
possibilities [6-9]. The patient described by Solonen and 
Sulamaa [10] shared many characteristics except that his feet 
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Figure 3: Anatomy – (a) upper limb – the elbow joints were wide, forearms were short, broad, and 
bowed (b) lower limb – the lower legs were malformed and bowed distally, ankles were deformed, 
stiff, and in equinovarus position.

Figure 4: Radiology – 3d reconstruction computed tomography 
scan showing deformities (a) upper limb (b) lower limb.

Weight 47 kg

Height 165 cm

Arm span 125 cm

Table 1: Height, weight and arm span measurements.



www.jocr.co.in

143

valgus deformity, and flexion contracture of the proximal 
interphalangeal joints of fingers 1–4. Within the hands, there 
were normal bones and ulnarly deviated wrist, and no 
synostosis was seen in the tarsal or metatarsal bones. In another 
report, bilateral flexion deformities of toes 4–5 in affected 
children were reported by Young and Wood [11].
Our patient had the malformed fibulae and tibiae and the severe 
equinovarus deformity of the feet. There were triangular shaped 
ulnae which were deficient distally, and the radii were bowed. 
The radioulnar synostosis was not present radiographically. 
Clinically, a limited range of movement of the elbow joints was 
observed. Unlike Nievergelt syndrome, our patient did not have 
severe deformity of hands and fingers, although diastasis was 

present between 1st and 2nd toes.
On average, the group of findings seen in this patient most 
closely resembles the neglected bilateral clubfoot clubhand 
deformity. As described previously, this patient has normal 
stature,  normal  systemic ex aminat ion,  and normal 
chromosomes.
He is functionally sound and able to do his activities of daily 
living and can do activities such as gripping, holding a pen/cup, 
opening a door, and writing on paper comfortably. He is able to 
walk normally without any support. These features have not 
been previously described in literature leading to our diagnosis 
of neglected bilateral clubfoot clubhand deformity.

Conclusion
The present case is a neglected bilateral clubfoot clubhand 
deformity which is a type of mesomelic dysplasia. Disorders 
involving Nievergelt syndrome and mesomelic dwarfism were 
considered but none were likely possibilities. Our patient had 
the malformed fibulae and tibiae, and the severe equinovarus 
deformity of the feet. There were triangular shaped ulnae which 
were deficient distally, and the radii were bowed. Unlike 
Nievergelt syndrome, our patient did not have a severe 
deformity of the hands and fingers. He is functionally sound and 
able to do his activities of daily living comfortably. He is able to 
walk normally without any support. These features have not 
been previously described in literature leading to our diagnosis 
of neglected bilateral clubfoot clubhand deformity.

Clinical Message

The neglected bilateral clubfoot clubhand deformity is a type of 
mesomelic dysplasia and is an uncommon case. The patient had 
deformities of bilateral upper and lower limbs but he is able to do his 
activities of daily living and is able to walk normally without any 
support. This patient has normal stature, normal systemic 
examination, and normal chromosomes.
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Arm length 33 cm (both sides)

Forearm length 12 cm

Hand 17 cm

Thigh length 54 cm

Leg length 30 cm

Foot 20 cm

Table 2: Measurement of different segments of upper limb and 
lower limb.

Declaration of patient consent: The authors certify that they have obtained all appropriate patient consent forms. In the form, 
the patient has given the consent for his/ her images and other clinical information to be reported in the journal. The patient 
understands that his/ her names and initials will not be published and due efforts will be made to conceal their identity, but 
anonymity cannot be guaranteed.
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