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Overview and Types

If you or your child have just been diagnosed with a Ewing tumor or are worried about it,
you likely have a lot of questions. Learning some basics is a good place to start. 

What Is the Ewing Family of Tumors?●

Research and Statistics

See the latest estimates for new cases of Ewing tumors in the US and what research is
currently being done.

Key Statistics for Ewing Tumors●
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For information about the differences between childhood cancers and adult cancers,
see Cancer in Children2.

The main types of Ewing tumors are:

Ewing sarcoma of bone: Ewing sarcoma that starts in a bone is the most common
tumor in this family. This type of tumor was first described by Dr. James Ewing in
1921, who found it was different from the more common bone tumor,
osteosarcoma3. Seen with a microscope, its cells looked different from
osteosarcoma cells. It was also more likely to respond to radiation therapy.

●

Extraosseous Ewing tumor (EOE): Extraosseous Ewing tumors start in soft
tissues around bones, but they look and act very much like Ewing sarcomas in
bones. They are also known as extraskeletal Ewing sarcomas.

●

Peripheral primitive neuroectodermal tumor (PPNET): This rare childhood
cancer also starts in bone or soft tissue and shares many features with Ewing
sarcoma of bone and EOE. Peripheral PNETs that start in the chest wall are known
as Askin tumors.

●

Researchers have found that the cells that make up Ewing sarcoma, EOE, and PPNET
are very similar. They tend to have the same DNA (gene) abnormalities and share
similar proteins, which are rarely found in other types of cancers. That’s why these
cancers are thought to develop from the same type of cells in the body. There are slight
differences among these tumors, but they're all treated4 the same way.

Most Ewing tumors occur in the bones. The most common sites are:

/cancer/cancer-in-children.html
/cancer/osteosarcoma.html
/cancer/ewing-tumor/treating.html
/cancer/ewing-tumor/treating.html


/cancer/osteosarcoma.html
/cancer/bone-cancer.html
/cancer/rhabdomyosarcoma.html
/treatment/understanding-your-diagnosis/advanced-cancer/bone-metastases.html
/treatment/understanding-your-diagnosis/what-is-cancer.html
/cancer/cancer-in-children.html
/cancer/osteosarcoma.html
/cancer/ewing-tumor/treating.html
/cancer/ewing-tumor/treating.html
/cancer/osteosarcoma.html
/cancer/bone-cancer.html
/cancer/rhabdomyosarcoma.html
/treatment/understanding-your-diagnosis/advanced-cancer/bone-metastases.html
/treatment/understanding-your-diagnosis/advanced-cancer/bone-metastases.html


Key Statistics for Ewing Tumors  

American Cancer Society cancer.org | 1.800.227.2345____________________________________________________________________________________

Anderson ME, Dubois SG, Gebhart MC. Chapter 89: Sarcomas of bone. In:
Niederhuber JE, Armitage JO, Doroshow JH, Kastan MB, Tepper JE, eds. Abeloff’s
Clinical Oncology. 6th ed. Philadelphia, Pa: Elsevier; 2020.

DeLaney TF, Hornicek FJ. Clinical presentation, staging, and prognostic factors of the
Ewing sarcoma family of tumors . UpToDate. Accessed at
https://www.uptodate.com/contents/clinical-presentation-staging-and-prognostic-factors-
of-the-ewing-sarcoma-family-of-tumors on April 14, 2021.

DeLaney TF, Hornicek FJ, Bahrami A. Epidemiology, pathology and molecular genetics
of the Ewing sarcoma family of tumors. UpToDate. Accessed at
www.uptodate.com/contents/epidemiology-pathology-and-molecular-genetics-of-the-
ewing-sarcoma-family-of-tumors on April 14, 2021.

National Cancer Institute. Ewing Sarcoma Treatment (PDQ). 2020. Accessed at
https://www.cancer.gov/types/bone/hp/ewing-treatment-pdq on October 29, 2020.

Last Revised: May 25, 2021

Ewing tumors (Ewing sarcomas) are not common. About 1% of all childhood cancers
are Ewing tumors. About 200 children and teens are diagnosed with Ewing tumors
(sarcomas) in the United States each year.
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Research on Ewing tumors (Ewing sarcomas) is being done at many medical centers,
university hospitals, and other institutions across the world.

Understanding and diagnosing Ewing tumors

Scientists are developing new techniques to more accurately diagnose Ewing tumors.
New lab tests1 of tumor samples are being studied to see if they can help better identify
Ewing tumors and give more information on how well treatments might work against that
particular tumor.
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As an example, advances in technology are now allowing doctors to do genomic
testing, which looks at all of the genes inside the cancer cells, to better understand
what makes these cells different from normal cells. Some of these differences might
prove to be useful targets for developing new treatments for Ewing tumors (see below).

Treatment

Researchers are looking to develop better treatments for Ewing tumors, as well as to
find less toxic treatments for those that can be cured.

Radiation therapy
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cancer, and doctors are now studying how to best use these tests to guide the choice of
treatment. It might also lead to new drugs that target these changes in Ewing tumor
cells.

Some new drugs that target specific changes in Ewing tumor cells are already being
tested. For example, TK216 is a drug that targets the main fusion protein in Ewing
tumor cells that is thought to help these cells grow. Early studies of this drug in people
with Ewing tumors are now under way.

Also being studied in clinical trials7 are drugs that target the insulin-like growth factor
receptor-1 (IGF-1R), a protein on some cancer cells that causes them to grow. Early
studies have found that drugs like this, such as ganitumab, can shrink some Ewing
tumors and slow down the growth of others. So far, this benefit has been temporary in
most cases. These drugs may work best when combined with other drugs, which is now
being tested.

Other drugs being studied for use against Ewing tumors include:

Drugs that target certain proteins that help tumors grow and make new blood
vessels, such as cabozantinib (Cabometyx) and regorafenib (Stivarga)
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Our team is made up of doctors and oncology certified nurses with deep knowledge of
cancer care as well as journalists, editors, and translators with extensive experience in
medical writing.

American Cancer Society medical information is copyrighted material. For reprint
requests, please see our Content Usage Policy (www.cancer.org/about-
us/policies/content-usage.html).

/about-us/policies/content-usage.html
/about-us/policies/content-usage.html
/about-us/policies/content-usage.html

	About Ewing Tumors
	Overview and Types
	Research and Statistics

	￼What Is the Ewing Family of Tumors? 
	Other types of bone cancers
	Hyperlinks
	References


	￼Key Statistics for Ewing Tumors 
	Hyperlinks
	References


	￼What’s New in Ewing Tumor Research and Treatment? 
	Understanding and diagnosing Ewing tumors
	Treatment
	Radiation therapy
	Chemotherapy
	Targeted drug therapy

	Immune therapy
	Childhood Cancer Research Highlights10

	Hyperlinks
	References
	Written by



