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On September 14, Amy Pitzer and I found ourselves in Paris, France, for 
the International Symposium on Pheochromocytoma 2011 (ISP). 
PRESSOR and its associates hold a symposium every 2-3 years to offer 
an opportunity for international researchers and physicians active in the 
world of pheo research and treatment to gather together, present papers, 
and network. Itôs an opportunity for dissemination of new information on 
how best to treat and diagnose pheo. The invitation to attend this 

symposium to observe and to launch the Pheo Para Troopersô new global patient 
database in front of the worldôs most prominent pheo physicians was a distinct honor 
for the two of us.   
 
Amyôs presentation was extremely well received. She spent most break times being 
approached by researchers interested in how larger volumes of patient data might 
allow them to better understand trends within metastatic pheochromocytoma. By the 
end of the conference, we had recruited verbal commitments from many international 
researchers. If realized, the Pheo Para Trooper database ð already the largest in the 
world ð will potentially double in size within the next 12-18 months. Amyôs work 
means we might have stronger connections with researchers throughout the world who 
want to work with us as an integral part of forwarding pheo research. What a result!!! 
 
A huge number of research papers were presented during the three-day symposium, 
raising debate about methodology and best practice for surgery, imaging, 
chemotherapy, MIBG, Y-90, and other treatments. There was even a debate on the 
utility and effectiveness of phenoxybenzamine. 
Due to the side effects experienced by patients 
using this medication, it seems to be less widely 
used in mainland Europe than in the USA. An 
intense debate, relating to the subject of the best 
alpha-blockers for suppression of adrenal 
response prior to surgery, took place during the 
question-and-answer session on the last day of the 
event. The PRESSOR organization was kind 
enough to allow us to video record this session 
(as part of a two-hour-long set of Q&Aôs).  
 
The biggest news from the ISP, however, was that two new gene deletions/mutations 
have been identified relating to pheochromocytoma, namely TMEM127 and MAX. 
We are in the process of trying to get some feedback relating to these discoveries and 
their relevance to the patient body. These findings will be reported in the genetics 
section of a future Drop Zone issue. 
 

(Continued on page 3) 
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Sadly, no new pheo and para treatments were announced at this ISP, and no treatments 
appear imminent. However, there are improvements in nearly all areas of existing 
treatments. Progress is incremental, but effective. This is a complicated disease, and 
we all know that one type of treatment does not fit everyone. What is striking is the 
cohesion and consensus among the researchers and physicians regarding best practice 
in treatment and diagnosis everywhere.  
 
The result of this is that increasingly all patients will be able to get a similar level of 
diagnosis and care no matter where they are located. Patients will become increasingly 
aware of their disease and empowered through resources such as our own. It is up to 
organizations such as the Pheo Para Troopers, those of our friends in the PheoPara 
Alliance, and PRESSOR to promote best practice and continue to press this agenda 
everywhere.  
 
What the Pheo Para Troopers took away from the ISP event was that all of the 
researchers and physicians felt that having the Troopers involved at this level was 
grounding for their own work. It became obvious that we, the patients, are becoming 
ever more recognized as having a real and valid voice in the world of research and, 
ultimately, in our own treatment. The world of pheo is becoming more cohesive and 
focused, and the Troopers are genuinely at the vanguard of making this a globally 
recognized disease. To that end, the Troopers will continue to promote best practice 
locally and internationally by reaching out to patient groups in every nation and 
locality and creating more chapters around the world.  
 
In the next few months you will see us visit an endocrine- 
and pheo-focused conference in Vietnam (November), 
plus we will receive feedback on Amyôs visit to the 
Japanese patient group (December), which is where the 
next ISP will take place in 2014. We will continue to 
grow the database as our central strategy for relevance 
and keep reaching out to ever more patient groups, 
researchers, and physicians at home and abroad. In 
essence, we believe that the bigger we are and the more 
we speak for everyone, the better we are heard. 
 
We are genuinely making progress in raising the profile of 
this orphan disease, and I would like to take this 
opportunity to thank you all for joining with us on this journey. We have no illusion; 
this is a struggle for the long haul. It may seem easier to just sit back and let others 
work for us, but the truth is that by working together and going forward 
constructively, we take more control over our own destiny. 
 
The Troopers started with the idea of advocating for the patientsô needs, becoming 
more relevant, and providing us all with a true identity. We are achieving those 
objectives. The researchers and physicians do indeed know who we are. We are 
increasingly relevant, and we do have a constructive part to play in beating this most 
difficult of diseases.    
 

Please accept our thanks for all of your support. You are why we exist.  
For the patients, by the patients! 

 
   

(Continued from page 2) 
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On American television there is a 
commercial that advertises a 
bladder control medication, and a 
song plays with ñgotta go, gotta go, 
gotta go right nowò lyrics 
repeating in the background. Many 
pheo/para patients can relate to 
such a commercial, even though 
their frequent urination issues may 

not stem from the bladder itself. This has led many 
patients to ask why do they ñgotta goò so often?   

Most people typically urinate 4 to 8 times a day. Needing 
to go more than 8 times a day, or waking up in the night to 
go to the bathroom more than once is considered frequent 
urination. In pheochromocytoma and paraganglioma 
patients, the urge to urinate more than the normal rate may 
be a symptom of elevated catecholamine levels, high blood 
pressure, or adrenal gland dysfunction. 

Catecholamines, also known as adrenaline, are the ñfight 
or flightò hormones. A common immediate physical 
reaction to an elevated level of adrenaline is a relaxation of 
the bladder, which in turn may cause unexpected or 
increased urination. A pheo or para patient with 
catecholamine-producing tumors may experience frequent 

urination because of the bladderôs response to the high 
adrenaline levels. 

Increased urination is also a common side effect of 
hypertension, more commonly known as high blood 
pressure. High blood pressure is a chronic symptom 
among pheo and para patients who have functioning 
tumors. Therefore, high blood pressure may also increase a 
pheo or para patientôs need to urinate.  

Lastly, the adrenal glands, which produce catecholamines, 
are often the primary site for pheochromocytoma tumors. 
Adrenal glands sit on top of the kidneys, the bodyôs urine-
producing organs. The inability of the adrenal glands to 
function normally may also cause frequent urination.  

So if you are a pheo/para patient who  feels like you ñgotta 
goò all the time, know that you arenôt the only one. A pheo 
or para patient may experience frequent urination due to 
one or all of the above reasons.  

Editorôs note: In rare cases, functioning paraganglioma 
are found on the bladder. Some of those patients may 
experience surges in their catecholamine levels correlating 
with the expansion and decompression of the bladder. If 
you notice your symptoms spike during these times, 
mention it to your doctor so they can take a closer look. 

TrooperTrooper  Training:Training:  101101 
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Ask an Expert  

Dr. Pacak is an internationally recognized expert in the diagnosis and treatment of neuroendocrine 
tumors, particularly pheochromocytoma and paraganglioma. He is the Head of the Section of Medical 
Neuroendocrinology at NICHD, NIH, Bethesda, USA.  

Dr. Pacakôs group introduced novel biochemical and imaging testing for pheochromocytoma and 
paraganglioma. The group is also responsible for introducing and establishing an International 
Symposium on Pheochromocytoma, the first one held at NIH, Bethesda, USA in 2005. The group also 
organized patient-oriented conferences in 2006, 2007, and 2009, and co-establishing the 
Pheochromocytoma Research and Support Organization (PRESSOR). In 2010, Dr. Pacak co-founded 
the Asian Alliance for the Study of Neuroendocrine Tumors. 

Dr. Pacak has received numerous awards for academic achievement, research excellence, staff recognition, and 
advancement in medical sciences. He received the Leon E. Sample Memorial Lecture award from Yale University in 
2002. His most recent awards include the Jan Jessenius Gold Medal of the Slovak Academy of Sciences, the Science 
Achievement award from PheoPara Alliance, the NICHD Director Merit Award, the Pincus Taft Memorial Lecture (an 
honor given by the Endocrine Society of Australia), and other special recognitions throughout the world. 

As of May 2010, Dr. Pacak has co-authored more than 300 articles, 170 scientific abstracts, and 70 textbook chapters. 
Also, he is a reviewer of over 25 international medical journals, including NEJM, JAMA, Lancet, Cancer Research, 
Journal of Clinical Oncology, JCEM., and others. 
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Our DNA determines the color of our eyes and hair, our 

blood pressure, even the basis of our personalities. DNA is 

located in the nucleus of every cell in our bodies. It is 

made up of 46 chromosomes coiled together in 23 pairs. 

The chromosome is composed of a strand of nucleotides, 

and the nucleotides are the key to understanding how 

nature stores and uses a genetic code. There are only 4 

types of nucleotides: A, T, G, and C. It is the sequence of 

these nucleotides along the chromosome that make up a 

gene. Hereôs how it works: 

A gene is a sequence of nucleotides that are strung 

together to form a code (e.g. ATTAGCATCG). This code 

is transcribed into messenger RNA (another piece of coded 

molecules) that  is then translated into a protein. This 

translation will alter cell function to achieve the desired 

outcome. In other words, each nucleotide is like a letter of 

the alphabet, and a sequence of nucleotide code (a gene) 

can be thought of as forming words and sentences that 

instruct each cell to perform a certain function. Whatôs 

truly astounding is that humans have approximately 

20,000 genes, and each gene may consist of tens of 

thousands of nucleotides. To put it in perspective, since the 

human genome is 3.2 billion nucleotide base pairs long, if 

the DNA sequence of the human genome were compiled in 

books, 200 volumes the size of the Manhattan telephone 

book (1,000 pages) would be needed to hold it all. This 

would take 9.5 years to read aloud without stopping. This 

genetic message is copied identically in about 100 trillion 

cells in each one of our bodies. Whatôs amazing is that 

with all this information being coded and transcribed, 

mistakes are hardly ever made. 

Genetic mutations 
What happens                               

when there is a 

mistake? 

Many mistakes may occur, 

but they are repaired before 

they are even considered 

genetic mutations. DNA can 

be damaged or mutated in 

many ways; therefore, it is essential that each cell has a 

number of repair mechanisms and pathways through which 

enzymes recognize and repair mistakes in DNA before 

faulty proteins are expressed. Think of your body as 

having ñeditorsò built in to autocorrect grammar errors in 

the instructions.  

However, when the ñeditorsò fail to correct the error, a 

gene mutation occurs. The average human has 60-100 

genetic mutations. Mutations range in size from a single 

DNA building block (a letter 

mistake) to a large segment of a 

chromosome (a paragraph error). 

Only a small percentage of 

mutations cause genetic disorders; 

most have no impact on health or 

development. Compare it to being 

able to read a misspelled word and still understanding its 

meaning. The cell may be able to read the genetic error 

and still function properly. However, when an error in 

writing changes its meaning, the cell may perform the 

wrong function, not function as well as it should, or not 

function at all. 

Gene mutations occur in two ways: they can be inherited 

from a parent or acquired during a personôs lifetime. When 

mutations are passed from parent to child, they are called 

hereditary mutations or germline mutations. This type of 

mutation is present from the start of a personôs life and is 

found in virtually every cell in the body. 

Mutations that occur only in an egg or sperm cell, or those 

that occur just after fertilization, are called new (de novo) 

mutations. De novo mutations may explain genetic 

disorders in which an affected child has a mutation in 

every cell but has no family history of the disorder. 

Acquired (or somatic) mutations occur in the DNA of 

individual cells at some time during a personôs life. These 

changes can be caused by environmental factors such as 

ultraviolet radiation from the sun, or they can occur if a 

mistake is made as DNA copies itself during cell division. 

Acquired mutations in somatic cells cannot be passed on to 

the next generation. 

To function correctly, each cell depends on thousands of 

proteins to do their jobs in the right places at the right 

times. Sometimes gene mutations prevent one or more of 

these proteins from working properly. By changing a 

geneôs instructions for making a protein, a mutation can 

cause the protein to malfunction or to be missing entirely. 

When a mutation alters a protein that plays a critical role 

in the body, it can disrupt normal development or cause a 

medical condition. A condition caused by mutations in one 

or more genes is called a genetic disorder. 

Where can I learn more about genes associated with 

genetic disorders? 

  NIH Genetic Disorders Topical Index ð List of 

resources by disorder. 

  NIH Office of Rare Diseases / Genetic and Rare 

Diseases Information Center ð Information on 

genetic and rare diseases for patients, families, health 

care professionals, and biomedical researchers. 
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Succinate Dehydrogenase Complex Subunit c (SDHc)  

 

As we have learned in previous issues of the Drop Zone, SDH is an important enzyme 
for the energy production in chromaffin cells. A ñlow oxygen stateò results from an 
abnormal SDH gene; this triggers cell multiplication and tumor growth. SDHB and 
SDHD are the more common genetic mutations associated with pheochromocytoma/
paraganglioma, but it is important to remember that they are not the only ones. 
According to Hereditary Paraganglioma-Pheochromocytoma Syndromes, ñ70% of 
head and neck paragangliomas are caused by germline (hereditary) mutations in one 
of these three [SDH] genes.ò 

SHDC was discovered in 2000; it was the second SDH subunit discovered to cause 
head and neck paraganglioma. Geneticists soon found the mutation to be an autosomal 
dominant. This means a child only needs to acquire the abnormal gene from one parent in order to inherit the disease, which 
is similar to how SDHB is passed on through families. 

SDHC, at present, represents about 1-4% of the SDH mutations that cause pheo and para. Due to the rarity of SDHC cases, 
available data is limited, specifically concerning the population-based prevalence of this mutation. However, researchers 
know that tumors caused by this mutation are often presented as head and neck paragangliomas.  

Paragangliomas of the head and neck are usually associated with the parasympathetic nervous system and typically do not 
secrete catecholamines. There are three types of head and neck paragangliomas: 

Carotid body: Classically asymptomatic, lateral neck masses. Those with carotid body tumors may experience cranial 
nerve and sympathetic chain nerve compression, which can cause numbness, weakness of muscles, or loss of 
reflexes.  

Vagal: Similar to carotid body paras. Symptoms include neck masses, hoarseness, impaired use of the voice, cough, and 
impairment to the nerves of the voice and tongue.  

Jugulotympanic: Located on the jugular bulb or temporal area of the middle ear. Symptoms may be tinnitus (ringing/
noise in the ear), hearing loss, and other cranial nerve abnormalities such as dizziness.  

In 2007 and 2008, two unrelated patients with SDHC were discovered to have abdominal paraganglioma; prior to that 
discovery, it was believed that SDHC only involved head and neck paragangliomas. These cases reveal that there is much to 
be learned about the SDHC mutation. Approximately 14 pathological sequence variants are found for SDHC; only one-third 
as many as those that have been found for SDHB and SDHD. Yet, as geneticists continue their studies, more may be found.  

A study conducted in 2004 found that ñSDHC mutations are more similar to sporadic [head and neck paragangliomas] than 
to SDHB or SDHD mutations.ò Simply put, randomly occurring, non-genetically based benign tumors of the head and neck 
are not that different from those that present with the SDHC mutation. However, carotid body tumors were more prevalent 
in SDHC carriers than in sporadic cases. The study also showed that SDHC mutations differ from SDHB and SDHD in 
regard to age of onset, abdominal lesions, and malignancy tendency. The patientôs age at diagnosis in SDHC patients is 
higher than that of its better-known counterparts at a median of 46 years of age; sporadic patients were typically diagnosed 
at the age of 53, while SDHB and SDHD patients were much younger, with median ages of 39 and 36 respectively.  

As with SDHB and SDHD, SDHC may cause diverse additional tumors, including gastrointestinal stromal tumors (GISTs), 
renal cell carcinomas, renal oncocytomas, and rarely papillary thyroid carcinomas, neuroblastomas, and seminomas. Of 
these tumors, GIST is the most frequent to occur. Those patients who present with paraganglioma and GIST are diagnosed 
with Carney-Stratakis syndrome, also known as Carney-Stratakis Dyad.  

Those diagnosed with SDHC should be aware of the signs and symptoms of head and neck paranganglioma and the 
associated tumors. Annual screening by scans and biochemical testing for secreting tumors is recommended. As most of the 
tumors in SDHC cases are benign, the main worry about these tumors is nerve damage. Using annual screening methods and 
detecting a tumor early before it attains sizeable growth will lessen nerve damage should the tumor be surgically removed. 
Until a cure is found, vigilance and knowledge are the best weapons in fighting this disease.  
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Succinate Dehydrogenase Complex Assembly Factor 2 Succinate Dehydrogenase Complex Assembly Factor 2 

(SDHAF2) (SDHAF2)   

Information about the genetics behind pheo and para is 
accumulating rapidly. It takes years of research before 
accurate statistics on any given mutation can be accrued. 
New mutation findings, however, are changing the way 
researchers are looking at the already established mutations. 
SDHAF2, also known as SDH5, is one of those genes.  

Due to their presentation of familial head and neck 
paragangliomas, a large Dutch family underwent typical 
SDH mutation testing. When the results came back negative, 
researchers were baffled about the cause of this familyôs 
paras. Even though there was no significant evidence that 
supported tumor formation of a mutated SDHA gene, they 
began to look at the SDHA gene line.  

One of the rules of science is that researchers must be able 
to reproduce results. While one group of researchers looked 
at the SDHA genetic coding for this Dutch family, another 
group found that the SDH5 protein in a yeast model heavily 
involved a flavoprotein reaction, a process known as 
flavination. This reaction dramatically affects SDHA 
function, which was proven when further testing showed 
that a mutation in the SDH5 gene resulted in a 95% decrease 
in function (flavination) of the SDHA gene.  

So what does all this mean? In a previous issue of The Drop 
Zone, it was explained that the SDH gene is a tumor 
suppressor gene. When this gene is functioning normally, 
itôs like a light switch. The gene turns on and attracts 

proteins to build tissues when the body needs it. It turns off 
when the job is done. A mutation in the gene makes that 
ñlight switchò have only an on position, so proteins keep 
connecting and tumors form. The 95% decrease in 
flavination of the SDHA gene due to the SDH5 mutation 
causes the SDHA gene not to function properly, so tumors 
form.  

Once the researchers from the first group heard about this 
SDH5 mutation affecting the SDHA gene, they tested the 
Dutch family to see if they had this mutation. Sure enough, 
the entire family tested positive. Of the 45 family members, 
33 developed disease. Of the 12 who did not, 7 show signs 
of the SDHD-type maternal imprinting, while the other 5 
with paternal mutation might not have developed disease 
yet. (See our SDHD article for further explanation as to how 
only those who receive the genetic mutation from the father 
get tumors.) The discovery of this mutation has started a 
chain reaction, causing scientists to look further into the 
SDHA gene and SDHAF1 to determine how this may 
correlate to pheos and paras as well.  

From what is known, more genetic reasons for pheos and 
paras will undoubtedly surface as scientists delve into the 
reasons for this type of tumor formation. So far, only one 
other family has been seen with the SDHAF2 mutation. 
However, due to the high penetrance rate (the rate of which 
those with the mutation actually form tumors), families with 
head and neck paraganglioma that are negative for SDHD 
may want to look into being tested for SDHAF2. 
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  Dreistein, a Pheo Para Trooper, hails from Koln, Germany. 
She was diagnosed with a glomus jugular tumor on March 25, 2004. The 
diagnosis was made after she experienced double vision while attending a 
concert with her husband.  

Three recurrences, several surgeries, and six years later, in September 2010, 
she learned that she carries the rare SDHC genetic mutation. She also lives daily with nerve 
damage caused by the surgeries she has undergone. She now has vocal cord paralysis and a 
persistent dry cough, and she must wear a hearing aid. Her left shoulder is affected; she has 
pain in her arm; she has trouble tasting things; and she deals with first bite pain. She also 
deals with Hornerôs syndrome because of the surgery, post traumatic stress disorder, and several other 
chronic problems. In short, the tumors have changed her quality of life in a marked way. In addition, she 
lost her mother suddenly in August this year. 

Despite these challenges, she continues to pursue life with fervor. She has two children, Tabea and Jasper, and a 
husband, Tobias. She enjoys vacations with her family, and she has even pushed herself to learn Latin. Dreistein 
submits that in sickness, she has become stronger, and as a suffering companion once told her, ñSpecial people get 
special tumors.ò Her Trooper story proves this to be true. 

To read Dreisteinôs full story, please click here. 
Her story is also available in German and can be viewed by clicking here. 
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Hello, this is Kasshoku Saiboshu wo Kangaeru-kai, or the Japanese pheo/para patient association. 
We were introduced in the last issue, but we would like to explain more about our regular 
activities. One of them is a symposium to raise the awareness of medical professionals and the 
general public about our disease. 
 

We have hosted such an open event every year since the launch of our association in February 2009. We usually 
organize our event on the same day that a group of doctors who research pheo/para hold a conference, and we use 
the same venue. Our patient association was actually formed as an outcome from a symposium hosted by the doctor 
group in December 2008.  
 
For this year, we are planning the symposium in the Tokyo International Forum from 5 to 7 p.m. Dec. 10 in co-
operation with the Pheo Para Troopers. The Troopers will send a founding member, Amy Pitzer, to the event. She 
will give a presentation that will be followed by our reciprocal presentations. We will then explore potential 
collaboration areas between the USA and Japan. Because we will hold the event right after an expert conference, 

ñPrimary Aldosteronism 2011 ɂ Now and Future,ò we can expect a number of medical professionals to join us. 
Our goal is for this function to serve as an opportunity for many experts and the general public to think about our 
disease together and consider a way of supporting us. 
 
On the following day, we have invited Amy to a networking meeting for pheo/para patients in Western Japan. We 
will exchange information and look for potential collaboration. This gathering is, however, rather informal and 
some of our members will host a tea ceremony, allowing Amy to experience a Japanese tradition.  
 
Starting with producing a Japanese version of the Drop Zone, American and Japanese patients are now sponsoring a 
joint event in Japan. What will be a next step? Letôs continue to tighten our bilateral co-operation to tackle and 
overcome pheo/para in a near future! 

 Ask an Expert  

As patients, what can be done, aside from participating in the protocol, to advocate for the advancement 
of testing and overall knowledge and education of health professionals of pheo/para? 
 
Support new treatment options, support collaborative studies, have a very good board that will evaluate all 
proposals, check on achievements and results of these proposals on a 3-month basis. Establish a U.S. 
patient database. Again, support new treatment options!   
 
Solid achievements in the diagnosis, localization, and treatment of any rare disease cannot be achieved 

without the active participation of patients and health care providers at various U.S. and international institutions. 
Following the successfully established and very popular International Symposia on Pheochromocytoma (Bethesda, 2005; 
Cambridge, U.K., 2008; Paris, France, 2011), we call for two new initiatives. The establishment of a U.S. patient 
database will provide us with a platform to be used for larger clinical studies and the establishment of a national tumor 
bank and the recruitment of patients for planned clinical trials. Mutual education of patients and health care providers will 
be secured by the organization of regional and national conferences, meetings, and symposia (ñSpreading the wordò). All 
this effort, as well as our national and international recognition, could result in the establishment of the National Center 
for Child and Adult Neuroendocrine Tumors.  

 
An important part of this future plan is to provide an excellent education to our young scientists and trainees by 
supporting exchange programs nationally and internationally, including the establishment of a new neuroendocrine tumor 
organization in Asia (Asian Alliance for the Study of Neuroendocrine Tumors), and by educating physician-scientists.   
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Today I think I will run a marathon. I am in my mid-40s and not really that 
overweight. No preparation, no training, just a really good attitude about my 
ability to finish a 26-mile run should result in success. Maybe not! 

I am a strong believer in having a positive attitude, and I regularly preach to my 
children that it is all about outlook. However, I am also realistic. Some things 
require preparation. Surgery for a pheochromocytoma definitely falls into that 
category. As in getting ready for running a marathon, the preparation goes far 
beyond just having the right attitude. 

Discussing the use of medication for blood pressure control several weeks prior to surgery is among the many 
things to add to your surgery to-do list. This precaution is advised in patients who have been diagnosed with a 
pheo/para, even if they are not experiencing the typical symptoms, like high blood pressure and heart rate. My 
19-year-old son is a college athlete in excellent physical shape. During a screening protocol, necessary 
because other family members have pheo, he was diagnosed with the disease. Although he was symptom free, 
he went through the same preparation procedures as patients who have symptoms when he had his surgical 
procedure.      

It seems odd to introduce medication into a body to treat hypertension when none exists. So why do it? A 
pheochromocytoma is a catecholamine-secreting tumor derived from chromaffin cells. If the tumor is not 
secreting at the time the patient is being evaluated, it may be diagnosed as non-secreting. The tumor may 
never secrete, but this is not guaranteed. It is just as likely that the tumor is a ñsleeping beastò that may 
become active.     

According to emedicine.medscape.com, ñThe biologic effects of catecholamines are well known. Stimulation 
of alpha-adrenergic receptors results in elevated blood pressure, increased cardiac contractility, 
glycogenolysis, gluconeogenesis, and intestinal relaxation. Stimulation of beta-adrenergic receptors results in 
an increase in heart rate and contractility.ò Whether the tumor is secreting or not, when it is surgically 
removed, it must be handled as if it were. If it would start to secrete or secrete during surgery, the result could 
be a stroke or even death. 
 
Being certain that you have a surgeon and anesthesiologist who are well-schooled in removing 
pheochromocytomas is essential. This is one time that it is better to err on the side of caution. Make sure that 
you are in the best hands possible. Check everything and everybody out carefully. You want to get to the end 
of the race in the best shape possible! 

YŜƭƭȅ .ǊƛŎƪ 
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What specialized scans should a person dealing with a pheo/para have done?  
Initially CT or MRI should be carried out. Specific imaging modalities include 18F-fluorodopamine
([18F]-FDA) and 18F-fluorodopa([18F]-FDOPA) PET scanning, and 123I-MIBG scintigraphy. 
  
NIH conducts what some would consider non-traditional testing.  What would this include?  
  ([18F]-FDOPA) PET only available at NIH,  
  ([18F]-FDA) PET available at NIH and only a very few institutions in the US  
  PET/MRI available at NIH and Harvard Medical School 

    Biochemical test methoxytyramine only available at NIH and Mayo Clinic Labs  

Ask an Expert  
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Patients who have catecholamine-producing pheos and 
paras are in a unique situation when undergoing any 
procedure that requires local or general anesthesia. They 
must be pre-medicated to avoid blood pressure surges and 
rapid heart rates during surgery. Doctors usually choose 
dibenzyline, an alpha-blocker also known as 
phenoxybenzamine, to protect the patient. To learn more 

about the importance of a blockade, read 
ñSome Things Just Require Prep Workò on 
Page 9. 
 
Please note that because alpha blockade may 

cause tachycardia (rapid heart rate), many patients may also 
need a beta-blocker. If needed, the beta blockade should 
only be administered after the alpha blockade is 
accomplished. According to an NIH report, a combination 
of phenoxybenzamine and metyrosine is even more 
effective in controlling blood pressure and reduces the need 

for additional 
antihypertensive 
medication. 
Phenoxybenzamine 
works by relaxing 
blood vessels, causing a reduction in blood pressure. 
However, there can be some side effects like dizziness 
when rising, fatigue, and diarrhea. Two of the most 
common complaints while taking phenoxybenzamine are 
stuffy nose and drowsiness. People have compared the 
effects of the drug to having a bad nose cold. If the side 
effects become intolerable, there may be an alternative 
medication. 
 
Contact your doctor immediately if you experience serious 
side effects such as fainting, fast heartbeat, and vomiting. 
Seek emergency medical help if you experience signs of an 
allergic reaction such as hives, difficulty breathing, or 
swelling of the face, lips, tongue, or throat. Some men 
experience sexual side effects while taking this drug. 
Patients with diabetes, coronary artery disease, lung 
infection, or kidney disease would be unlikely candidates 
for its use.    
 
Phenoxybenzamine is considered a Pregnancy Category C 
drug, which means labs have not had adequate reproductive 
studies in animals. It is unknown whether this drug can 
cause fetal harm when administered to a pregnant woman. 
Researchers also do not know if the drug is excreted in 
human milk for nursing mothers. Phenoxybenzamine 
should be given to a pregnant woman only if clearly 
needed.  
 
For patients who have pheos or paras that cannot be 
removed and need long-term hormonal blockers, 
phenoxybenzamine may not be the drug for you. A 
concerning factor is the carcinogenesis and mutagenesis this 
drug can cause during long-term use. Case reports have 
shown carcinoma cancer in humans after long-term 
treatment, and lab-rat test results show abdominal sarcoma 
(cancer) when given phenoxybenzamine 3 times a week for 
52 weeks. Rats given oral doses for up to 2 years showed 
malignant tumors of the small intestines, ulcers, and 
squamous cell carcinomas as well. Carefully weigh the 
benefits and risks with your doctors before considering this 
drug as a long-term treatment.  
 
Editorôs note: We encourage everyone to look up drug 
information before taking any prescribed medication. If 
concerns should arise while reading the information, please 
question your pharmacists and doctors before taking it. 

 

0ÈÅÎÏØÙÂÅÎÚÁÍÉÎÅȡ )Ó ÉÔ ÒÉÇÈÔ ÆÏÒ ÙÏÕȩ  
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Weôve heard you characterize pheo/para as ñone of the 
most frequently misdiagnosed diseases.ò What makes 
you say that? What changes need to be made in the 
worldwide practice of medicine to change that? 
 
The symptoms of pheo/para although very typical e.g. 
high blood pressure, tachycardia, and sweating are found 

in many of us when exposed to stress, physical activity, or having 
cardiovascular problems not related to the presence of these tumors. 
Please ALSO note that currently about 30% of US population suffer 
from hypertension and these tumors are found in less than 0.01% of 
these patients  
Awareness is the key! Once the physician thinks of pheo as a 
possibility, prescribing the correct set of biochemical tests is the next 
step. 
 
Previously, we successfully introduced the measurement of plasma 
metanephrines and implemented them into clinical practice, 
establishing new guidelines in the biochemical diagnosis of pheo/para. 
Plasma metanephrines became the first choice for the biochemical 
diagnosis of these tumors worldwide. 
  
We are currently focusing our research on establishing catecholamine 
metabolite and secretory phenotypes of various pheos/paras in order to 
accomplish the following: a) establish the utility of comprehensive 
catecholamine metabolite profiling for characterizing the distinct and 
highly diverse catecholamine phenotypes among different groups of 
patients with pheos/paras, b) search for additional biochemical markers 
of these tumors, especially metastatic ones, and c) link biochemical 
phenotypes of these tumors to their location, hereditary background, 
and age at presentation. It has taken us several years to be able to 
collect a sufficient number of samples for an accurate analysis. 

Ask an Expert  
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What do humans, chimpanzees, dogs, 
cows, mice, rats, mosquitoes, zebrafish, 

and fruit flies have in common? 

The SDHC gene can be found in them all!  

Friends and former co-
workers of Pheo Para 
Troopers co-founder 
Laura Becktel raised 
nearly $1,900 in her 
memory at a yard sale 
July 16. 
 
In addition to raising 
money for the 
Troopers, the event 
was used to raise 
awareness of 
pheochromocytoma and 

paraganglioma and to share Laura's story. When people 
understood that this wasn't just a yard sale but a fundraiser in 
honor of a dear friend, many gave more than the asking price. 
 
Laura's former employer, Telemon in Carmel, Ind., kicked off the 
fundraiser with a lunch for employees on July 15, raising $300 
for the cause. The next day, truckloads of donated goods arrived 
at the Telemon parking lot, where Laura's friends braved the 
stifling heat to set up tables and entice buyers. By the end of the 
day, the sale of household goods, clothes, lunch off the grill and 
Troopers T-shirts brought in nearly $1,600.   

4ÒÏÏÐÅÒ &ÉÌÅȡȡ 120111-2  #ÁÔÈÙ 3ÈÅÒÍÁÎ &ÒÅÅÍÁÎ 
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Cathy Sherman Freeman grew up with what she called a charmed childhood. 
Her grandfather was a radio personality in the 1930s with parts on shows like 
ñFibber McGee and Molly.ò Because of his career, he moved their family to 
Beverly Hills where her father, George Ransom Sherman, went to school 
with Roy Disney. This serendipitous connection led to a career with Walt 
Disneyôs Motion Picture Studio. Cathy has early memories of touring 
Europe in promotion of ñThe Jungle Book,ò staying up late being the 
ñbankerò for poker games with distinguished international guests, and 
taking foreign representatives to Disneyland. 

This charmed life took a tragic turn when her father was diagnosed with a tumor in his abdomen. His 
doctors told him, ñDonôt worry; itôs benign.ò This was a repeated refrain in her fatherôs life for the next few 
years until a tumor on his spine led to paralysis and a hospitalization from which he wouldnôt return home. 
The disease he fought, known at that time as ñchemodectoma,ò was paraganglioma. Clearly, the tumors that 
ultimately took his life at the age of 45 were anything but benign. 

Cathy proceeded to live her life under the banner of her familyôs motto, ñHumor in Adversity,ò despite the specter 
of her fatherôs rare cancer lurking in her mind. At the age of 50, she too was diagnosed with a rare cancer; this time it was a 
gastrointestinal stromal tumor (GIST). Keeping in mind her family history, this diagnosis propelled her to seek answers. She 
learned of the Carney dyad of GIST and paraganglioma and eventually learned that she carries the SDHB mutation. She found 
her way to some of the leading GIST experts in the country and empowered herself with information. Cathyôs story reminds us 
of the great strides that have been made for those facing paraganglioma and other rare cancers and conditions. In her words, 
ñThe availability of experts has made my fear (and potential reality) of getting fatherôs cancer a puzzle to be solved with help 
instead of a dark tunnel without a light at the end.ò  

The Pheo Para Troopers are proud to announce that in March 2012, Cathyôs memoir book, ñA Disney Childhood: Comic Books 
to Sailing Shipsò will be available for purchase! To learn more go to www.adisneychildhood.com.  

To read Cathyôs full story, please click here. 

Come to one of the 

Trooper events and get 

involved today!  

 
ñWhen you do nothing, you feel overwhelmed 

and powerless. But when you get involved, you 

feel the sense of hope and accomplishment that 

comes from knowing you are working to make 

things better.ò ð Pauline R. Kezer  
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http://www.pheoparatroopers.org/patient_stories/Cathy_Freeman.pdf
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Trooper NewsTrooper News   

The third annual Spreading the Word PheoPara 
Alliance Gala was held October 6 at the Hilton 
Hotel in Parsippany, New Jersey. Over 200 guests 
attended the event, where they enjoyed delectable 
cuisine and fine music and had an opportunity to 
speak with the eveningôs celebrity guest. But the 
real reason they were there was to support each 
other in spreading the word for this important cause.  

A cocktail reception kicked off the eveningôs events. 
Cocktails were followed by an informative program 
of speakers and award presentations. The evening 

concluded with dinner and classical music. Proceeds from the event will 
be used to allow the PheoPara Alliance to continue working toward a 
cure through novel pharmacological approaches. The gala attendees 
included patients, health care professionals, and supporters. 

The speakers were the highlight of the event. Heather Rothwell gave a 
heartfelt thank you to her father, Tim Rothwell, the chairman of the 
board of directors of the Alliance, for all the time and effort he has 
dedicated to this important cause. She then 
introduced a patient speaker, Amy Pitzer. Our Pheo 
Para Trooper treasurer presented her story as an 
SDHD patient, and how she watched her family 
members suffer from the disease. Her speech was 
compelling and gave the audience a real insight into 
what itôs like to live with pheos and paras. You can 
view Amyôs speech on the Pheo Para Troopersô 
YouTube page or click here. Following a standing 
ovation for Amyôs testimonial, Olympic gold 
medalist Peggy Fleming spoke about her life and 
career and how it has led her to be a champion for 
health-related causes.  

This yearôs PheoPara Alliance Science Award was presented to Dr. 
Arthur Tischler from Tufts University for his contributions to the 
creation of SDHB mice models that will help predict the activity of 
various chemotherapeutic regimens. The final event to take place at the 
gala was the honoring of Dr. Ed Kauffman for serving and completing a 
3-year term on the board.  

The Spreading the Word Gala was a huge success, and the PheoPara 
Alliance is to be congratulated for another successful year with much 
progress to report.   

Please support this charity gala and help us in Spreading the Word about 
pheochromocytoma and paraganglioma so that a cure becomes reality. 
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Only a few weeks ago, I was talking 
with a cancer patient and dear lady, 
Mary Lou. She told me she has noticed 
that the disease we call ñcancerò seems 
to bring out the best in people. Curious, I 
tilted my head and asked in what way 
she meant.  

She relayed that all the people in the 
clinics, her neighbors and friends, and 
even those she didnôt know would put on 
their ñhappy facesò to be of good cheer 
and go out of their way on her behalf. 
She said it was heartening to her and 
helped keep her spirits lifted. Mary Lou 
has since left this world, but her 
discovery of what brings out the best in 
people remains.    

It is so easy to procrastinate. When 
people ask how they can help or what 
they can do to make a difference in 
fighting this disease, my suggestion is to 
do what they can right when the 
opportunity arises. Donôt put it off! Help 
now in whatever way possible!   

The PheoPara Alliance is seeking 
donations for next year's gala/dinner/
silent auction, which is scheduled for 
June 27 at the Four Seasons Hotel in  
Washington, D.C. Suggested items 
include but are not limited to handmade 
jewelry, quilts, and original art. If you or 
someone you know has an item or a 
service you would like to offer for this 
event, please send an email to 
debmac5@yahoo.com. The Alliance 
needs your support to better help the 
patients! 

http://www1.hilton.com/en_US/hi/hotel/EWRPHHF-Hilton-Parsippany-New-Jersey/index.do?brand_id=HI&brand_directory=/en/hi/&xch=587527153,WY00T1BLM1RNCCSGBIUMVCQ
http://www1.hilton.com/en_US/hi/hotel/EWRPHHF-Hilton-Parsippany-New-Jersey/index.do?brand_id=HI&brand_directory=/en/hi/&xch=587527153,WY00T1BLM1RNCCSGBIUMVCQ
http://www.youtube.com/watch?v=Cf54lMtC-kQ







