LYMPHEDEMA
Definition: 

· Accumulation of excessive lymph fluid and swelling of subcutaneous tissues due to obstruction, destruction, or hypoplasia of lymph vessels

Introduction: 
· The underlying mechanism in lymphedema is impairment of the flow of lymph from an extremity. 
· Primary lymphedema can be present from birth (congenital lymphedema), may occur during puberty (lymphedema praecox), and is less often present later in life (lymphedema tarda). 

· It is more common in women. 

· The patient complains of swelling of the foot, leg, or entire extremity. 

· Lymphedema is usually unilateral and is worse during warm weather, before menstruation, and after prolonged time with the limb in a dependent position.

· There is usually no discomfort. 
· On examination, the edema is diffuse, causes a typical mound on the dorsum of the foot or hand, and is only partially pitting. 
· There are usually no skin changes or evidence of venous insufficiency.

· When due to congenital developmental abnormalities consisting of hypo- or hyperplastic changes of the proximal or distal lymphatics, it is referred to as primary lymphedema. 
· Familial lymphedema developing before 1 year of age is called Milroy's disease; it is usually bilateral and affects boys more often than girls. 
· More often, lymphedema develops during adolescence (lymphedema praecox) and is unilateral; there is a 3.5:1 female predominance. 
· Lymphedema occurring after age 35 is referred to as lymphedema tarda. 
· Secondary lymphedema is often a result of infection, especially dermatophytosis in the foot. 
· In older persons, it may be due to malignant disease in the pelvis or groin and may follow radiotherapy. 

· Lymphedema may be complicated by infection (lymphangitis), which is manifested by chills, high fever, toxicity, and a red, hot, swollen leg. 

· Lymphangitic streaks may be seen in the skin, and lymph nodes in the groin are usually enlarged and tender

· These features differentiate lymphangitis from acute thrombophlebitis. 
· Obliteration of lymphatic tissue by excision or radiotherapy is another cause.

· The secondary form of lymphedema results from an inflammatory or mechanical obstruction of the lymphatics following trauma, regional lymph node resection, irradiation, bacterial or fungal infections, lymphoproliferative diseases, or filariasis

· Lymphatic obstruction results in stasis of a protein-rich fluid, with slowly progressive, painless edema and secondary fibrosis that may be exacerbated by superimposed episodes of acute infection. 
· The edema is usually centered around the ankle and involves the toes and the dorsum of the foot. 
· Hypertrophy of the limb results, with markedly thickened skin and subcutaneous tissue. 
· Rarely, lymphangiosarcoma or angiosarcoma may develop as a complication of chronic lymphedema. 
· This neoplastic transformation of blood vessels and lymphatics is called the Stewart-Treves syndrome.

· Diagnosis is usually made on the basis of clinical findings. 
· Venous duplex ultrasonography is performed to exclude venous insufficiency or vascular malformations. 
· Lymphangiography and radioactive isotope studies are indicated only if surgical reconstruction is anticipated.

Treatment
· Lymphedema is a chronic disease for which there is no complete cure. 
· However, a variety of conservative measures can substantially reduce the risk of further complications and disability. 
· No drug therapy is effective 
· Use of benzopyrones (e.g. dicumarol) and corticosteroid injections to increase lymphatic transport has not shown consistent benefit. 
· Diuretics can be useful for acute exacerbation of edema secondary to infection or for coexisting venous stasis disease but are not recommended for long-term use.

· When lymphedema is due to infection, the response to antistreptococcal antibiotics is often rapid

· Swelling is treated by elevation or pneumatic compression and by application of a firm elastic support to be worn while the patient is ambulatory. 

· Occasionally, diuretics are helpful.

· The mainstay of treatment is external compression and meticulous skin care. 
· Mechanical reduction of lymphedema can best be achieved with a program of frequent leg elevation, manual lymphatic drainage massage, and external compression. 
· Sequential pneumatic compression devices are traditionally the first line of treatment for limb reduction. 
· Many different devices are available for use on the leg, and Reid sleeves can be custom fit for patients with post mastectomy arm lymphedema. 
· Graduated compression stockings (20-30 mm Hg) maintain the limb after reduction by pneumatic compression.

· Good skin care is imperative in order to prevent infection. 
· Moisturizing lotions should be applied regularly, especially after showering or bathing. 
· Drying and cracking of the skin can create portals of entry for bacteria. 
· Infection is difficult to eradicate because of disordered lymphatic drainage and can be a threat to limb survival.

· In carefully selected cases, surgery may improve limb function. 
· The goal is to reduce limb bulk, either by ablative techniques (excision of excess tissue) or by physiologic techniques (lymphatic reconstruction).

