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incidence of 1:1200 to 1:15000 births. (1) It usually 
occurs in varying severity ranging from superficial 
circumferential grooves in skin to digital or whole limb 
amputation. Other less common defects associated 
with it are pseudoarthrosis, metatarsus adductus, 
peripheral nerve palsy, craniofacial abnormalities, 
spinal dysraphism, porencephaly, hydrancephaly and 
visceral body wall malformations. (2,3) It has equal 
incidence among males and females. It is a non 
genetic entity with no recurrence among siblings or 
children of affected adult. (3) Numerous theories have 
been put forward to explain the syndrome, the most 
accepted one is of premature rupture of membranes 
with amniotic band formation and disruption of foetal 
parts due to compression or ischemia from amniotic 
bands. (4,5) According to Torpin et al, rupture of 
amnion without rupture of chorion causes transient 
oligohydramnios due to loss of amniotic fluid through 
initially permeable chorion. The foetus passes from 
amniotic to extra-embryonic coelom through defect and 
comes in contact with sticky mesoderm on chorionic 
surface of mesoderm. (6) A decidual reaction occurs 
and amniotic bands (fibrous cords) form which strangle 
limbs, fingers and other foetal organs. These bands so 
formed lead to a wide range of birth defects leading 
to distal atrophy, digital or limb amputation, pseudo-
syndactyly, lymphedema, club foot, in addition to 
severe craniofacial, visceral and trunk deformities. 
(7,8) The condition is usually idiopathic, however, 
increased risk has been found in young mothers 
with low education levels, unplanned pregnancies 
and non-white, Hispanic races. (9) Maternal trauma, 
oophorectomy in pregnancy, intrauterine contraceptive 
device, amniocentesis, have been implicated in some 
reports. (10-12) Prognosis in such cases is decided 
by associated anomalies. It is quite good in minor 
constriction rings and lymphedema while patients 
with amputation may require reconstructive surgery/
prosthesis. 
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LETTER TO EDITOR (VIEWERS CHOICE)

DOWN SYNDROME AND HEMIHYPERTROPHY 

Kaustav Nayek, A Banerjee, N Ghosh, S Pati 

A 9 months old Hindu male child from Midnapore 
district of West Bengal having Down syndrome 
born of non consanguineous marriage, after three 
successive pregnancy losses, with maternal age 33 
years presented with asymmetric enlargement of 
the right half of his body from birth. The baby had a 
history of delayed cry after birth. He weighed 5.6 kg, 
length was 69 cm and head circumference was 45 cm. 
On physical examination, there was clear asymmetry 
between his right and left upper and lower limbs. Right 
midarm circumference was 12.5 cm, left was 10.5cm, 
the circumference of the right leg at the level of mid 
thigh was 20cm, while the left measured 17.5cm. There 
was considerable leg-length discrepancy with the right 

leg being 2cm longer than the left. Examination of the 
chest and abdomen were unremarkable. 

Hemihypertrophy is best defined as asymmetry 
between right and left sides of the body to a greater 
degree than can be attributed to normal variations 
(1). Patients with hemihypertrophy have increased 
propensity to develop malignant embryonal tumors 
like Wilm;s tumor, hepatoblastoma and many others. 
(2,3). Hemihypertrophy can be classified as congenital 
or acquired. Congenital hemihypertrophy may also be 
classified as total or limited. Total hemihypertrophy 
involves all organ systems, including ipsilateral 
paired organs, whereas those who have limited 
hemihypertrophy have only muscular, vascular, skeletal 
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or neurological involvement. Limited forms include 
classic hemihypertrophy (ipsilateral involvement of 
upper and lower limbs) or segmental (limited to an 
upper or lower limb), facial or crossed (involving 
contralateral upper and lower limbs) (4). A threshold 
of 5% difference is used to define abnormal asymmetry 
as suggested by Pappas & Nehme (5) and Andersen 
(6) et al. Thus discrepancy between lengths of limbs 
is 1.3 cm at 1 year of age, 2.3 cm at 5 years of age, 
3.2 cm at 10 years of age and 4.1 cm at 18 years of 
age. Our case had congenital hemihypertrophy, limited 
form, and classic type with a limb-length discrepancy of 
2cm, and a limb circumferential disparity of 2 to 3 cm. 
Several conditions have been found to be associated 
with hemihypertrophy such as Beckwith-Weideman 
Syndrome, Neurofibromatosis, Proteus syndrome 
and Klippel Trenaunay Weber Syndrome (7-11). 
Hemihypertrophy with Down syndrome has not been 
reported earlier. 

As there is risk for malignancy, our patient is being 
followed up at regular intervals with serial ultrasound 
of abdomen. 
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LARYNGEAL WEB MASQUERADING AS REFRACTORY BRONCHIAL ASTHMA 

Rakesh Kumar, Sushant Kumar, Kumar Amish 
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An 8-years-old boy, born of second degree 
consanguineous marriage was referred to our hospital 
with complains of recurrent episodes of breathlessness 
and chest infection with cough for one year. The 
diagnosis of referring pediatrician was bronchial 
asthma. On examination, he had elongated face, 
prominent upper teeth, and hypoplastic maxilla and was 
an open mouth breather. He had an inspiratory stridor, 
prominent during sleep. He also had multiple episodes 
of night wakefulness, excessive daytime sleepiness 
and intermittent hypoxemia, clinically suggestive 
of obstructive sleep apnea. There was pre-axial 
polydactyly on the right hand. On chest auscultation, 
wheeze was present bilaterally. Cardiovascular, 

nasopharyngeal and other systems were normal. 
Patient was put on bronchodilator (nebulised and 
even oral/parenteral salbutamol/ terbutaline) and 
anti-inflammatory therapy, but his wheeze failed to 
respond. Investigations with chest X-ray, FEV1/FVC 
ratio, HRCT of chest, CT scan of paranasal sinuses and 
echocardiography were normal. Direct laryngoscopy 
revealed a laryngeal web between vocal folds near 
anterior commissure, obstructing about 60% of the 
lumen. 

Laryngeal web is a rare anomaly, mostly congenital 
in origin with an incidence of 1 in 10,000 birth. (1) 
Although infrequent, laryngeal web can also be 
acquired by iatrogenic trauma (like intubations), 
infection (like tuberculosis) and chronic aspiration. (1) 
The embryonic phenomenon leading to its formation 


