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Dwarfism

Little People of America (LPA) defines dwarfism as a medical or genetic condition that usually results in an adult height of 4'10" or shorter, among both men and women, although in some cases a person with a dwarfing condition may be slightly taller than that.

Most common types of dwarfism

By far the most frequently diagnosed cause of short stature is achondroplasia, a genetic condition that results in disproportionately short arms and legs. (The term "disproportionate" is meant only as a point of comparison with people who do not have achondroplasia or any other type of skeletal dysplasia. The arms and legs of a person with achondroplasia are perfectly appropriate for someone with that genetic condition.  The average height of adults with achondroplasia is 4'0". 

Other genetic conditions that result in short stature include spondyloepiphyseal dysplasia congenita (SED), diastrophic dysplasia, pseudoachondroplasia, hypochondroplasia, and osteogenesis imperfecta (OI). As one might expect from their names, pseudoachondroplasia and hypochondroplasia are conditions that are frequently confused with achondroplasia; diastropic dysplasia occasionally is, too. OI is characterized by fragile bones that fracture easily.

The frequency of occurrence of the most common types of dwarfism is as follows:

1.Achondroplasia (one per 26,000 to 40,000 births) 

            2.SED (one per 95,000 births) 

            3.Diastrophic dysplasia (one per 110,000 births) 

These conditions are essentially untreatable, although some people with achondroplasia and hypochondroplasia have undergone painful (and controversial) limb-lengthening surgery.

Proportionate dwarfism -- that is, a short-stature condition that results in the arms, legs, trunk, and head being the same size in relation to each other as would be expected with anaverage-size person -- is often the result of a hormonal deficiency, and may be treated medically.

Medical prognosis of persons with short stature

The overwhelming majority of LPs enjoy normal intelligence, normal life spans, and reasonably good health.

Orthopedic complications are not unusual in people with disproportionate dwarfism such as achondroplasia and diastrophic dysplasia, and sometimes surgery is required. A common problem, especially in adults, is spinal stenosis -- a condition in which the opening in the spinal column is too small to accommodate the spinal cord. People with this condition suffer from numbness and/or pain. It can be treated with a type of surgery called a laminectomy.

Genetics

Average-size people can become the parents of dwarf children.  In fact, that's by far the most common situation. LPA is deeply concerned that as it becomes increasingly common to diagnose genetic conditions in utero, including dwarfism, prospective parents will find it difficult to obtain the data they need to make an informed decision as to whether to continue with the pregnancy. Genetic testing carries with it frightening implications for a whole range of issues, including a person's right to obtain medical and other forms of insurance. LPA believes strongly that prospective parents who become

familiar with the full, productive lives led by little people will not likely choose termination.

Short-statured couples can also become the parents of average-size children. The odds vary with diagnosis, but a person with achondroplasia has one dwarfism gene and one "average-size" gene. If both parents have achondroplasia, there is a 25 percent chance their child will inherit the non-dwarfism gene from each parent and thus be average-size. 

There's a 50 percent chance the child will inherit one dwarfism gene and one non-dwarfism gene and thus have achondroplasia, just like her or his parents. And there is a 25 percent chance the child will inherit both dwarfism genes, a condition known a double-dominant syndrome, and which invariably ends in death at birth or shortly thereafter.

The gene for achondroplasia was located and identified for the first time in 1994 by a team of scientists at the University of California in Irvine. The lead scientist, the late John Wasmuth, urged that in-utero screening for achondroplasia be prohibited except to detect double-dominant syndrome among achondroplastic couples.

The gene for achondroplasia, the most common type of dwarfism, was discovered in 1994. Achondroplasia is caused by a gene mutation that is the same in 98% of the cases. The mutation, affecting growth, especially in the long bones, occurs early in fetal development in one out of every twenty thousand births. Since the achondroplasia gene discovery, genes for many other forms of dwarfism have been located and identified, including those for spondylepispheleal dysplasia, diastrophic dwarfism and pseudoachondroplasia.

