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	Hello!


We would like to welcome you to our third Oklahoma ITP Registry newsletter. 

	The ITP Registry


The Oklahoma ITP Registry began in November 2001. Since that time we have enrolled 77 people. With your participation we hope to document the clinical course and long-term outcomes of patients with ITP, including the results of pregnancies.

	Dr. G’s Perspective
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What is a platelet?  All of the articles, notes, and letters in this newsletters are about ITP.  And ITP is all about too few platelets.  One topic that has never been directly addressed is to actually describe blood platelets; to understand all about blood platelets is important for patients with ITP.  Here we will describe the structure of platelets, their circulation in the blood, and their normal function.  In the next issue we will describe how platelets develop in the bone marrow and the hormone that regulates their normal number in the blood.

Platelets are produced from the largest cells of the bone marrow, which are called megakaryocytes. The process of platelet production is unique:  as the megakaryocyte grows larger, its sub-   

stance is divided into tiny segments, each surrounded by its own membrane.  At the completion of this process these tiny segments all break loose, each becoming a platelet.  Therefore individual platelets are not truly complete cells.  They have none of the machinery that can make new proteins and other molecules.  They are merely fragments of their parent megakaryocyte.  Yet they have a wonderful array of abilities to stop bleeding.  No one knows this better than a patient with ITP!  


Most platelets travel through the circulation for a week to ten days.  Since they are tiny cells, much lighter than the larger red blood cells, they are pushed to the side of the blood vessels.  This has a purpose, because as platelets roll along the surface of the vessel wall, they can immediately detect gaps and injuries, and this is where they do their work.  The surface of the platelet is studded with many different adhesive molecules.  Each of these molecules recognizes a specific component of the blood vessel wall.  They do not recognize the endothelial cells, the cells which line the inside of the blood vessel.  Endothelial cells have specific properties to prevent platelets from sticking to them.  But platelets do recognize the complex structure of fibers that surround the vessel forming an envelop just outside the endothelial cells.  So when there is a break in the endothelial cell lining, these fibers are exposed to the blood, and then platelets immediately stick.  This is the first reaction to stop bleeding.


As soon as platelets stick to these fibers that surround the blood vessel, they are stimulated to change shape, and this shape change is associated with the appearance of new sticky adhesion molecules on the platelet surface.  These secondary adhesive reactions cause platelets to stick to each other, forming a clump.  This clump of platelets is sufficient to stop bleeding from small cuts.  This is why a patient with severe hemophilia does not bleed excessively from small cuts, because they are normal and his platelets can stop the bleeding on their own.  However when a wound is larger, such as when a tooth is pulled, platelets alone cannot stop the bleeding.  This is when the proteins of the blood plasma are required to provide additional clotting support, and it is one of these plasma proteins that is abnormal in patients with hemophilia.  This plasma clot forms among and around the platelets, stabilizing the platelet clump.


In addition to these platelet surface adhesive reactions, platelets are full of tiny granules that secrete material important for clot formation.  Platelets are also full of muscle-type proteins which contract, just as a muscle contracts, to make the clot firm.  


It is surprising how much that these tiny fragments of cells can do.  But we all know how important they are! 
	Patient Stories


The following is a story from one of the patients in our registry. Here, in her own words and a name change. 

I was first diagnosed with ITP as an adolescent, the least suitable time for living life “carefully”, so as not to get a bruise or scrape. Nevertheless, I was careful enough and never faced any life-threatening bleeding related to ITP. Although most would consider my case of ITP relatively mild, my parents worried themselves sick over lengthy nosebleeds and excessive bruising on more than one occasion. In these first years after diagnosis, my platelet counts varied widely from just 1,000 (an isolated incident) to 115,000, but they typically hovered around 30,000.

My doctor prescribed a typical treatment plan, beginning with 100 mg of Prednisone daily. My platelet count would rise, lifting my hopes along with it, but as soon as the dose tapered, so did my count—and my spirits. Like many people, I experienced significant side effects from the Prednisone, most notably puffiness and acute anxiety. When Prednisone was deemed ineffective as a long-term “cure”, doctors removed my spleen. That, too, offered some hope at first, but within a few days, my platelet count drifted back down to my usual levels. Shortly after the unsuccessful splenectomy, Dr. George contacted me via my own doctor, to tell me about an experimental drug being tested on humans. I could bore you with the details, but suffice it to say, the drug did not impact my platelet levels. I finished college at OU during this time and began my career.

Participating in the drug study did provide significant benefits, however. I came to know Dr. George, who convinced me that sometimes the best treatment for ITP is no treatment at all. I have carried that lesson with me all these years and have worked at not allowing my platelet count to dictate my emotions. The best treatment for me has been careful observation and planning ahead when necessary. For example, I took 60mg of Prednisone for 5 consecutive days before having my wisdom teeth extracted. This kind of on-again-off-again therapy has worked well for me.  Usually my platelet count was 20,000-40,000.

In the fall of 2003, at the age of 27, I became pregnant. This was the first time in many years that I experienced grave concerns over having ITP. Most of my pregnancy was uneventful. High risk obstetrician Dr. John Stanley, in concert with Dr. Jay McMinn, a hematologist and colleague of Dr. George, cared for me and my unborn baby boy. My platelet levels were running an acceptable 20,000 until the 29th week of my pregnancy. 

I went in for a routine platelet check, only to discover a count of 9,000. This, along with petechiae, bleeding gums and an occasional bloody nose, concerned Dr. McMinn. He discussed treatment options with my husband and me. Prednisone was the doctor’s first choice, but I had serious concerns about the effects of powerful steroids on my baby. Besides, I was already a hormonal, emotional mess, and anything carrying the risk of puffiness and anxiety along with it seemed a less than stellar option. We decided to try IVIG. I completed 5 days of treatment with IVIG at 400 mg/kg. My count increased to only 14,000, and I still had bleeding symptoms.

The IVIG treatments did not significantly increase my platelet count, but they certainly succeeded in increasing my level of fear and anxiety. Waddling into the “chemotherapy” room, my big full-term belly protruding, drew pitiful stares from the other patients. “Poor Dear,” they seemed to say. I allowed myself to join in their pity. 

When IVIG treatment failed, I relented, and we fell back on the old standard – Prednisone. I took 75 mg a day for 5 days. It worked. My platelet count rose to 73,000, and the spontaneous bleeding stopped. Slowly, I stopped feeling sorry for myself and began to look ahead to a happy delivery. I determined that I would stay positive no matter what. I would need that good attitude all too soon.

A week after finishing the prednisone, I experienced lower abdominal pain one Sunday afternoon, when I was 32 weeks pregnant. At the recommendation of my obstetrician, I went to the hospital, where I was admitted. Doctors monitored my pregnancy. Baby was fine, but I began to have significant blood in my urine and severe back pain. I stayed in the hospital two days, during which time no clear explanation was found for my symptoms. Kidney stones were the most probable cause, but an ultrasound and other tests were negative. At this time, my platelets were back down to 9,000, so I began a second 5-day course of Prednisone. Again, the response was good.

Earlier in my pregnancy, we had determined that a vaginal delivery carried no more risks than a C-section, so an induction was scheduled on July 8th. Baby had a different idea, however, and my water broke at 11pm on June 22nd. 

Over the next 7 hours, doctors and nurses closely monitored my progress and my platelet count. It was low—much too low to receive an epidural. A platelet transfusion was ordered, but my count didn’t rise. In fact, it fell to a worrisome 13,000. I would definitely have to deliver au naturel.  I was terrified, but Baby wasn’t waiting around—pain or no pain, platelets or no platelets. At 6:56 am, my beautiful, totally healthy Baby Boy was born. 

His platelets were very slightly depressed just after delivery. We administered liquid Prednisone over the next several days as a precautionary measure. His count quickly rose to a normal level before we left the hospital, and—to our delight—so did mine after a few weeks!

Three weeks postpartum, my platelet count was 70. After 17 months, the count rose to 136. Most recently, it was 76. Many people say that a baby will change your life. Mine certainly did. He erased an illness that has taunted me for over half my life.

Certainly, anything can happen in the future, but I am more confident now about the prospect of becoming pregnant again. I know that next time, Prednisone is the best first choice for me, and would likely cause few, if any, problems with my baby. Under the watchful eye of experienced doctors, and armed with an optimistic attitude, I can face anything – even natural childbirth – without fear!

	A Note From Dr. George About This Story


Anne’s story documents many of the characteristic features of ITP in adults.  In adults, ITP is typically a chronic, persistent disorder.  This is different from young children, who usually recover spontaneously within several weeks or months.  Anne was diagnosed when she had an uncontrolled nose bleed when she was a sophomore in high school.  Her experience with ITP has been like an adults, with continuously low platelet counts.  

Anne initially responded to prednisone, but as she describes, the side effects were severe.  Because of this, she had a splenectomy several months after her initial diagnosis, but one year later her ITP returned.  But in spite of having low platelet counts ever since, typically between 20,000 and 50,000, she has had an active and perfectly normal life, without need for treatment (except for brief times, as for her wisdom teeth extraction).

Anne had her lowest platelet counts, and her greatest concern during her pregnancy.  This often happens in patients with ITP.  Even normal women can have platelet counts that are slightly lower than normal toward the end of an uncomplicated pregnancy.  In women with ITP, platelet counts often are lower during the pregnancy, and then recover after delivery.  This is rarely a problem during the pregnancy.  The development of the fetus is normal in spite of the low platelet counts.  Risk for complications occurs at delivery.  As Anne describes, she could not have epidural anesthesia.  Doctors typically want the platelet count to be higher than 75,000-100,000, almost normal, to prevent any risk of bleeding around the spinal nerves when the epidural needle is inserted for the anesthesia.  Also, the baby can be born with the mother’s antibodies to platelets, the antibodies that caused the increased platelet destruction that is the basis for ITP.  Babies acquire these antibodies through the placental circulation, just as they acquire the mother’s antibodies to her previous infections and immunizations.  Because the baby’s spleen does not function until the moment of delivery, the baby’s platelet counts are typically not extremely low when they are born.  The time of greatest concern is in the first few days of life, when the baby’s spleen begins to function and can destroy the platelets.  Anne’s baby had no complications, no severely low platelet count.  

Following delivery, Anne’s platelet count rose to the highest levels it had been in years.  Anne’s baby did not quite erase her ITP, but I expect her platelet counts will be steady as they have been in the past.  I think she will have no problems with another pregnancy.

	Send Your Suggestions


Is there anything you’d like to see in the next newsletter? We’d like to hear from you! Please contact us if you have any suggestions as to what you would like to see in this newsletter in the future either by emailing Dee Terrell at deirdra-terrell@ouhsc.edu or calling at (405)271-8001 extension 48386.

	Resources for ITP Patients


Visit our website, Platelets on the Internet, at http://moon.ouhsc.edu/jgeorge. 

There is also an informative website from the United Kingdom you can visit at www.itpsupport.org.uk. This site includes a support group with newsletters, publications, and information on ITP. Dr. George contributes “An American Perspective” found on this page, where you can find additional topics about ITP.

www.itpsupport.org.uk/american.htm
	Contact Information


Phone: (405) 271-4222

Mailing address: 
James George, MD

Attention: ITP Registry

OU Health Sciences Center

Hematology-Oncology Section

P.O. Box 26901 CHB #333

Oklahoma City, OK 73190

website: http://moon.ouhsc.edu/jgeorge/ITP1.html

The Oklahoma ITP Registry


James George, MD


OU Health Sciences Center


Hematology-Oncology Section


P.O. Box 26901


Oklahoma City, OK 73190








