
sofidex sofidex.com

CONDITION

Idiopathic autoimmune hemolytic anemia

Idiopathic autoimmune hemolytic anemia is a condition in which the immune system

destroys red blood cells without a known underlying cause.

WHAT IT IS

Immune destruction of red blood cells without an identified cause

BODY SYSTEM

Blood and immune system

MAIN SYMPTOMS

Fatigue, breathlessness, pale skin, yellow skin or eyes

WHAT CAUSES IT

Unknown immune misdirection

HOW IT IS DIAGNOSED

Hemolysis blood tests and direct antiglobulin testing

MAIN TREATMENT

Immune-suppressing medicines and supportive care

CAN IT BE CURED?

Sometimes - treatment can produce lasting remission

IS IT AN EMERGENCY?

Sometimes - chest pain, fainting, or severe breathlessness

LONG-TERM OUTLOOK

Often manageable, but relapses and chronic anemia can occur

Overview

Idiopathic autoimmune hemolytic anemia is a condition in which the immune system

mistakenly attacks red blood cells. "Hemolytic" means that red blood cells are being broken

down faster than usual. "Anemia" means there are not enough healthy red blood cells to carry

oxygen around the body.

Red blood cells normally last about 120 days. In autoimmune hemolytic anemia, proteins called

antibodies attach to them. The spleen, liver, or bloodstream may then destroy the affected

cells early.

The bone marrow tries to replace the lost cells. If destruction happens faster than

replacement, anemia develops. This may cause tiredness, shortness of breath, a fast

heartbeat, or pale skin. The breakdown of red blood cells can also cause yellow skin or eyes,
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called jaundice, and dark urine.

"Idiopathic" means that testing has not found another condition, medicine, infection, or

transfusion reaction responsible for the immune attack. It is also called primary autoimmune

hemolytic anemia. In some people, an associated condition is discovered later, which is one

reason ongoing follow-up matters.

Autoimmune hemolytic anemia can be classified by how its antibodies behave at different

temperatures. Warm-antibody disease is the most common form in adults. Cold-reactive

antibodies and mixed forms require somewhat different management.

Symptoms

Symptoms may develop gradually or over several days. They reflect both anemia and the

increased breakdown of red blood cells.

Common symptoms include:

Cold-reactive disease can also cause painful, numb, or bluish fingers, toes, ears, or nose after

cold exposure. This happens because red blood cells can clump in cooler parts of the body.

Symptoms do not always match the hemoglobin result exactly. Someone whose anemia

develops slowly may notice fewer symptoms than someone whose level falls quickly. Other

heart or lung conditions can also make anemia harder to tolerate.

- Unusual tiredness or weakness

- Shortness of breath, especially with activity

- Pale skin or a pale lining inside the eyelids

- A fast or pounding heartbeat

- Dizziness or headaches

- Yellow skin or whites of the eyes

- Tea-coloured, red-brown, or unusually dark urine

- Discomfort or fullness under the left ribs from an enlarged spleen

Causes and risk factors

The direct cause is an immune mistake: antibodies identify red blood cells as targets. Why this

starts is unknown in idiopathic autoimmune hemolytic anemia.
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The condition is not usually inherited, and it is not contagious. You cannot pass it to another

person through close contact.

Doctors use the term idiopathic only after considering possible secondary causes.

Autoimmune hemolytic anemia can sometimes be associated with another autoimmune

condition, certain blood cancers, infections, immune disorders, medicines, or a recent

transfusion. Those forms are not idiopathic.

There are no established lifestyle choices that explain primary autoimmune hemolytic anemia.

Stress, diet, and ordinary physical activity do not cause the immune system to begin

destroying red blood cells.

A diagnosis may remain idiopathic over many years. In other cases, later symptoms or test

results reveal an associated condition that was not apparent at the start.

Diagnosis

Diagnosis requires evidence that red blood cells are being destroyed early and evidence that

an immune reaction is involved. No single result should be interpreted by itself.

A complete blood count measures hemoglobin and the number and size of blood cells. A

reticulocyte count measures young red blood cells. It is often raised because the bone marrow

is trying to replace destroyed cells, although it can be normal or low if the marrow cannot keep

up.

Blood tests commonly show:

The direct antiglobulin test, also called a direct Coombs test, checks whether antibodies or

immune proteins called complement are attached to red blood cells. Its pattern helps classify

the condition as warm, cold, or mixed.

A positive direct antiglobulin test alone does not prove active hemolytic anemia. It must be

considered alongside the blood count, symptoms, and evidence of red-cell destruction. Rarely,

autoimmune hemolytic anemia can be present despite a negative standard test, and specialist

testing may be needed.

Further assessment may look for another explanation. This can include reviewing medicines

and transfusions, testing for selected infections or autoimmune conditions, and checking for

disorders involving lymphocytes, a type of white blood cell. Testing is tailored to the person's

history and examination rather than being identical for everyone.

- Increased bilirubin from red-cell breakdown

- Increased lactate dehydrogenase, or LDH

General health information from sofidex. Not medical advice, and not a substitute for your own clinician. 3 of 8



sofidex sofidex.com

- Reduced haptoglobin, a protein that binds released hemoglobin

- Changes on a blood film, such as rounded cells or red-cell clumping

Treatment and management

Treatment depends on how quickly the anemia developed, how low the hemoglobin is, the

symptoms present, and whether the antibodies are warm or cold reacting. Mild, stable anemia

may sometimes be monitored without immediate immune treatment.

For warm autoimmune hemolytic anemia, corticosteroids like prednisone or hydrocortisone

are commonly used first. These medicines reduce immune activity and often slow red-cell

destruction. Because longer use can cause problems such as infections, raised blood sugar,

bone thinning, mood changes, and weight gain, treatment is reviewed and reduced when

medically appropriate.

Rituximab is a medicine that targets immune cells called B lymphocytes. It may be used when

corticosteroids do not provide enough control, when the anemia returns, or when reducing

steroid exposure is important.

Other immune-suppressing medicines may be considered for persistent or recurring anemia.

Removing the spleen, called splenectomy, can help selected people because the spleen is a

major site of red-cell destruction. It has lasting infection and blood-clot implications, so its

benefits and risks require careful discussion.

Cold-antibody disease is managed differently. Avoiding significant cold exposure can reduce

symptoms, but it does not remove the antibodies. Rituximab-based treatment or medicines

that block complement may be considered. Corticosteroids and splenectomy are generally

less effective for cold-antibody disease than for warm-antibody disease.

A red blood cell transfusion may be needed when anemia is severe or is causing significant

symptoms. Antibodies can make blood matching more complicated, but essential transfusion

should not be withheld solely because a perfect match is difficult. The blood bank performs

additional checks to select the safest available units.

Supportive care may include folic acid when red-cell production is high and measures to

reduce blood-clot risk in selected circumstances. These are not needed by everyone.

Complications

Severe anemia can limit the oxygen reaching organs. It may place extra strain on the heart,
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particularly in someone who already has heart or lung problems.

Rapid red-cell destruction can occasionally cause a sudden and serious fall in hemoglobin.

Repeated hemolysis may also contribute to pigment gallstones, which form from bilirubin.

Autoimmune hemolytic anemia is associated with an increased risk of blood clots, especially

during active hemolysis, hospitalization, or reduced mobility. A clot in the leg can cause

one-sided swelling and pain. A clot in the lung can cause sudden breathlessness or chest pain.

Complications can also come from treatment. Immune-suppressing medicines can increase

infection risk. Corticosteroids have broader effects when used for longer periods.

Splenectomy creates a lifelong increased risk from certain bacterial infections and may also

affect clot risk.

Prevention

Idiopathic autoimmune hemolytic anemia cannot currently be prevented because its

underlying trigger is unknown. There is no proven diet, supplement, or lifestyle change that

prevents the immune reaction.

If you have cold-reactive antibodies, warm clothing and avoiding sudden or prolonged cold

exposure may reduce cold-related symptoms. This manages a trigger for red-cell clumping but

does not prevent the underlying condition.

Following the monitoring and vaccination plan connected with immune-suppressing treatment

or splenectomy can reduce some treatment-related risks. It does not prevent autoimmune

hemolytic anemia itself.

Living with it and what to expect

The course differs from person to person. Some people have one episode followed by a long

remission. Others have repeated relapses or need ongoing treatment. A remission means the

anemia and hemolysis have settled; it does not always mean they can never return.

During the first months, blood tests are usually more frequent while treatment response and

side effects are assessed. Once the condition is stable, appointments may become less

frequent. Monitoring often includes hemoglobin, reticulocytes, bilirubin, LDH, and haptoglobin.

Energy can improve as hemoglobin recovers, but this may take time. Activity can usually be

increased gradually according to symptoms and medical advice. During active anemia, heavy

exertion may worsen breathlessness, dizziness, or a pounding heartbeat.
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Relapses may be found through blood tests before severe symptoms appear. They can also

begin with familiar changes such as darker urine, jaundice, or increasing fatigue. Keeping track

of your usual warning signs can help you seek assessment early.

Tell healthcare teams about the condition before surgery, pregnancy care, or a planned

transfusion. Also provide an up-to-date medicine list. These situations may require additional

blood testing or monitoring.

Most people can continue work, relationships, travel, and usual daily activities, although

adjustments may be needed during active episodes. The long-term plan focuses on controlling

hemolysis while limiting treatment side effects.

When to get medical help

Seek emergency care for:

These may indicate severe anemia, strain on the heart, or a blood clot.

Contact your healthcare team promptly for new jaundice, dark urine, increasing

breathlessness, a fast heartbeat, or a clear decline in energy. These can be signs that

hemolysis has become active again.

If you are taking immune-suppressing treatment, seek timely advice for fever or other signs of

infection. Follow any specific fever instructions provided with your treatment.

Routine follow-up is appropriate for stable fatigue, questions about activity, non-urgent

medicine side effects, or planning pregnancy, travel, dental work, or surgery.

- Severe or rapidly worsening shortness of breath

- Chest pain, fainting, new confusion, or extreme weakness

- Sudden breathlessness with a fast heartbeat or coughing blood

- One-sided leg swelling or pain with chest or breathing symptoms

Common questions

Is idiopathic autoimmune hemolytic anemia cancer?

No. It is an autoimmune condition, not cancer. Autoimmune hemolytic anemia can sometimes

occur alongside a blood cancer, but "idiopathic" means that no associated cause has been

identified.

Is it the same as iron-deficiency anemia?
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No. Iron-deficiency anemia happens when the body lacks enough iron to make hemoglobin.

Autoimmune hemolytic anemia happens because red blood cells are destroyed early. Iron

supplements do not treat the immune attack and should not be taken for this reason unless

testing also shows iron deficiency.

Can autoimmune hemolytic anemia come back after treatment?

Yes. Some people remain in remission for years, while others relapse after treatment is

reduced or stopped. A relapse can often be treated, but the best approach depends on its

severity and earlier treatment response.

Will I need a blood transfusion?

Not everyone does. Transfusion is generally considered when anemia is severe, falling quickly,

or causing significant symptoms. Blood matching may take longer because of the antibodies.

Can I exercise with autoimmune hemolytic anemia?

Light or moderate activity may be possible when the condition is stable. Active or severe

anemia can make strenuous exercise unsafe or uncomfortable because the blood carries less

oxygen. Stop and seek advice if activity causes chest pain, faintness, marked breathlessness,

or a racing heartbeat.

Is it inherited or contagious?

It is generally neither inherited nor contagious. Family members and close contacts do not

need testing simply because you have the condition.
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