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LifelinelLetter

Living with home parenteral and/or enteral nutrition (HPEN)

1q?
Alycia’s Journey
Michael Levy
“It’s fun to have fun, but you have to know how.’
— Dr. Seuss
We are the Levy’s from Silver Spring, MD. We have
a beautiful, happy 4-1/2-year-old daughter named
Alyciawho is,to say theleast, a piece of work. Alycia has

>

an older sister named Emily who is even cooler than
she thinks she is, and two parents who are decidedly
not as cool as we think we are! (Well, to tell the truth,
her mom Stefanie was, and is, pretty cool, while I still
laugh at Gilligan’s Island re-runs ). And let’s not forget
Rocky the Cat.

Alycia goes to nursery school every day and has lots
of friends, except, she says, for a boy named Josh,
because as she told me today, “...Daddy, hejustdoesn’t
cooperate.” She went to Disney World when she was
two and almost pulled Pinocchio’s nose clean off, and
she went with us to Las Vegas this past December
where she pulled the handle on a slot machine after
finding a quarter on the floor. I do not know who was
more upset in the two events: Pinocchio or the two

T
Alycia Levy shares her sunny disposition.

casino security guards who rushed over to Alycia, (and
yes, to her not-so-cool Dad who thought it was
hysterical), and kicked her out. Either way, Alycia
thought both instances were terribly funny because
she has a wonderful, and sometimes mischievous,
sense of humor. Oh, and by the way, Alycia has
Chronic Intestinal Pseudo Obstruction, a Broviac, a
G-tube, and is soon to be listed for an intestinal
transplant due to eminent liver failure.

Alycia cont., pg. 2 O

HomePEN at the End of Life

Lyn Howard, MB, FRCP, FACP, Medical & Research Director, The Oley Foundation

Editorial Comment: From time to time we receive requests
Jfor our thoughts on the subject of death, dying and the
termination of nutritional support. In response to one such
request, we asked Dr. Lyn Howard, who has spent a long
and distinguished career caring for patients on nutritional
support, to write about her experience with this issue. We at
Oley have avoided publishing information on this most
difficult topic for obvious reasons. Even people in good
health avoid it, and we in the HomePEN community who
expend extraordinary effort to survive have more reason for
not wanting to dwell on death and its particulars. Recog-
nizging this is a difficult and controversial issue, we sent this
article to a number of longterm consumers for review and
comment before going to press. We thank everyone involved
forsharingtheir opinions freely. Oley does not intend to take
a position on this subject, but will remain a neutral conduir
for the exchange of information. If this exchange is to
produce meaningful results we must hear from you, our
readers, on our handling of this topic as well as comments
on the paper itself- We hope you find the article helpfil.
Recently Joan Bishop, executive director of the Oley
Foundation, asked me to share some thoughts about
dying while on home parenteral and enteral nutrition

(HPEN). I think Joan saw that I'm getting close to the
end of my long career supporting persons and families
on HPEN and felt I should tackle this difficult topic
before I topple over! It’s not an easy topic since we
traditionally spend our days defeating death and pro-
moting a full and active life. But it’s true all of us die
at some point and I think there are special issues for
persons on HPEN to consider.
HPEN Not a Likely Cause of Death
First a few facts; who dies on HPEN and what is death
due to? The chief factor determining mortality is the
underlying diagnosis. HPEN is not so much a disease
treatment as a treatment of a disease complication —
intestinal failure. The disease itself may stabilize, as in
many individuals with short bowel due to Crohn’s
disease, or it may progress, as in unresectable cancer.
Table 1 lists the primary diagnoses where HPN is
commonly used. Table 2 gives percentsurvivalat1,3and
5 years for persons who stay on parenteral therapy.
Because table 2 largely reflects adult outcome, I have been
given permission to share figure 1, the unpublished
outcome data in 302 children treated in France on PN.
End of Life cont., pg. 7 O




Member Profile

Alycia, from pg. 1

Not to sound cavalier, but thisis the attitude
with which we have tried to treat the journey
that started when Alycia was 24 hours old and
we realized there might be a problem. We
simply do not think of her as a sick child,
despite the challenges that come when your
little girl or boy has medical issues. Life can be
like a roller coaster, and you have got to
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recognize and appreciate the ups to help you
get through the twists, the turns, and the
downs. As my cousin told me when Alyciawas
about 10 days old, “Michael, you know why
you are going to deal with this? Because it is
there to be dealt with. Simple as that.” And so
we have.

In the Beginning

When big sister Emily was born, she did
not “poop” for 56 hours. ( Parents with kids
that do not have GI issues just don’t know
how great a word “poop” is, do they?) We
started hearing phrases like “motility disor-
der” and “Hirshprung’s Disease”. Well, right
there on the Radiologist’s table that situa-
tion, shall we say, rectified itself, and home
we went. Two years later when Stefanie was
giving birth to Alycia, there was evidence of
mecunium in the amniotic fluid, and so a
Neonatologist was present at the delivery.
No problem, we thought, at least we don’t
have any Gl issues to worry about like we did
when Emily was born. This kid just can’t
wait to make a bowel movement!

Alycia was transferred to Children’s Na-
tional Medical Center in Washington, D.C.
when she was three days old. She had surgery,
but they found nothing wrong. “Don’t worry
Mom and Dad, she will be fine in a few days.”
A week later things were still not fine, and so
we went to the Internet. We searched “Pedi-
atric” and “Gastroenterology” and “Disor-
ders”. Geeze, who knew there were so many.
Finally we came to Chronic Intestinal Pseudo
Obstruction and it seemed to fit everything
that was happening to Alycia. Now, G-d
knowsIhavean egoand am certain I’'m always
right, (want to take a guess how many argu-
ments I win in my house living with 3 fe-
males? Yeah, that’s right, not too many!), but
it was like a slap in the face when the Director
of Pediatric Gastroenterology at Children’s
told us a few days later that they had con-
cluded Alycia has CIP. In went the Broviac, in
went the G-Tube, and after a total of eight
weeks in the hospital, she finally came home.
We went back to the Internet and found out
about great organizations such as the Oley
Foundation and the American Pseudo-ob-
struction and Hirschprung Disease Society.

The Home Health Care agency nurse came
by, laid out the supplies and started teaching
us how to take care of our daughter, who was
to be on TPN 18 hours a day. And I thought
Algebra was hard! Tubes and flushes and

alcohol pads and Mickey extenders and injec-
tion caps. Lipids and Op-Sites and gloves-
OH MY! We have it all on videotape, except
for the looks on our faces that would have
shown two parents in a semi-state of shock.
And then cousin Judy’s words came back...
“You are going to deal with it, because it is
there to be dealt with.” Stefanie shared such
great words with our family and friends dur-
ing a Naming Ceremony we had, also cel-
ebrating Alycia’s 1* birthday. She thanked G-
d that if a little girl was going to be born with
such problems, then it was good that she was
born into a family that was able to handle it.
Getting on with Life

Alycia has had lots of problems, but so many
more events in her life have been triumphs.
She’s on her 4 Broviac and has been admit-
ted into the hospital no less than 25 times in
4-1/2 years. She’s had over a dozen line infec-
tions, and almost broke the Maryland fever
record when her temperature hit 106.6°F
during one such event (not like we’re brag-
ging or anything). When she was 14 months
old she had an infection that sent her into
septic shock, where she spent five days in
critical condition on a ventilator in the PICU.
And yet, less than 36 hours after having the
breathing tube removed, we have pictures of
her jumping up and down in her crib at the
hospital. She had this huge smile on her face,
and was happy as can be. We are sure she was
wondering where Mommy and Daddy have
been all week, and why they had all that gray
hair so suddenly.

Alycia is happy, strong-willed, and despite
things, does not think of herself as being
“different” because we have tried not to treat
her that way. During several trips to Ocean
City, MD, Alycia used to sit in her stroller
and watch her big sister go on the kiddie
rides. During the summer of 2001, when she
was notyet two, we put her onto one of those
little cars that goes round and round in a
small circle. The only thing brighter than the
lights in the amusement park was the smile
on Alycia’s face. And her smile also conveyed
a message to us that we do occasionally need
to be reminded of. “Mommy, Daddy, it’s
not like I'm gonna BREAK!” You should see
the way Alycia and her big sister wrestle
with each other now. Emily is careful in
regards to her Broviac, but Alycia can cer-
tainly hold her own.

Alycia cont., pg. 10 O
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HEN Tips

Equipment Exchange

The following supplies are offered free of charge to readers:

EN Formula

* 4 cans Promod Formula powder, exp. 2/05

* 2 boxs Tolerex packets, exp. 8/05

* 5 cases Fibersource HN, exp. 9/05

* 3 cases Peptamin 1.5 unflavored, exp. 1/05

* 16 cans Probalance formula Vanilla, exp. 1/05

* 8 cases of Jevity, exp. 8/04

* 3 cases Impact w/ fiber, exp. 7/04

* 1.5 cases Osmolite 1 Cal (formerly Osmolite HN)t

EN Bags/Sets

* 24 Kangaroo gravity bags, 1000 ml

* 20+ Kangaroo bags, 500 ml, 1000 ml

* 6 Ross 1000 ml feeding bags, #52048

* 8 Zevex Enterlite bags, 1200 ml

* 14 Polar EN bags with pump set., 1200 ml

* 1/2 box Embrace Ambulatory EN Bags w/ pump set, 500 ml, #55355t

Other

* 6 BD 60 ml syringes
* 10+ 60 ml syringes
* 1 sharps container

T will pay for shipping

MORE SUPPLIES are available! For a complete listing, visit our
website at www.oley.org or contact Cathy at HarrinC@mail.amc.edu,
(800) 776-OLEY. Oley cannot guarantee the quality of the supplies
donated or be responsible for their condition. In the spirit of Oley, we
ask that those receiving goods, especially heavy items like enteral
formula or infusion pumps, offer to pay for shipping.

Scholarships for
HPN Consumers

Nutrishare, Inc. is sponsoring three L.
$500 scholarships for TPN consumers 3’?
toward the Fall 2004 semester. Interested TPN
consumers should write a few paragraphs describing their studies and
what they plan to use their education for. Applications should be
submitted to the Oley Scholarship Committee who will choose the
winners based on potential and need.

Applications should be typed or word-processed and must in-
clude the candidate’s name, number of years on TPN, address,
daytime phone number, and photo. (Email a tif or jpeg file, or send
a real “print” on Kodak paper; we can’t reproduce photocopies or
computer printouts in the newsletter).

The application materials should be mailed to Joan Bishop at the
Oley Foundation: bishopj@mail.amc.edu or 214 Hun Memorial
MC-28, Albany Medical Center, Albany, NY 12208 and post-
marked by August 30, 2004. The scholarship money will be
distributed at the end of the fall semester when the winner submits
a copy of his/her grades to the Oley Foundation. O
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Tube Talk

Thank you to everyone who sent

material for the “Tube Talk” col-

umn. Anyone who is interested in participating

can send their tips, questions and thoughts about

tube feeding to: Tube Talk, c/o The Oley Foundation,

214 Hun Memorial MC-28, Albany Medical Center,
Albany, NY 12208; or E-mail PiekarC@mail.amc.edu.
Information shared in this column represents the
experience of that individual and should not imply
endorsement by the Oley Foundation. The Foundation
strongly encourages readers to discuss any suggestions
with their physician and/or wound care nurse before
making any changes in their care.

Triamcinolone Acetonide Cream for

Granulation Tissue

For the last six months, I have been in pain with raised tissue
around my J-tube. Every week it was being burned off with
Silver Nitrate. Triple Antibiotic held in moisture and made it
inflame and bleed. Colloidal Silver was too wet and compro-
mised the healthy skin. Finally, my Stoma nurse prescribed
Triamcinolone Acetonide Cream. Within one hour of applying
to tissue, the inflammation reduced. The next morning the
raised tissue disappeared. Finally, after six months of radiating
pain on my whole left side due to the nerves in the raised tissue,

last night I slept on my left side!

I hope this helps someone else.
— Melissa Chaney
Otsego, MN
ladybug_chaney@hotmail.com

Freedom

to be you, again.

Ambulatory Enteral Feeding Pump

Whatever your daily lifestyle or wherever you might travel,
Enteralite” technology will enhance your personal mobility.
The EnteraLite” is compact, lightweight, and able to operate in any orientation.

Convenience:

» No Drip Chamber for True
Ambulatory Operation

» 24 Hour Battery Life

» 4 Styles of Carrying Packs

Safety:

¥ +/- 5% Accuracy

» Automatic Free Flow Protection

» DEHP-Free Disposable Feeding Sets

ZEVEX® Therapeutics tel: (801) 264-1001 (800) 970-2337 fax: (801) 264-1051
Ask your healthcare provider or contact us for more information.
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Oley News

Volunteers Needed for
Upcoming Meetings

Several exciting conferences are being planned that offer an
opportunity to learn more about homePEN techniques and
products. They are also a great place to help spread the word
about the Oley Foundation. If you are interested in helping out
at Oley’s booth, please contact Joan Bishop at
Bishop]@mail.amc.edu or (800) 776-OLEY for more informa-
tion. More information about the conferences is available from
the sponsoring organizations” websites.

e Association of Vascular Access (AVA, formerly
NAVAN)

18th Annual Conference

September 18-21, 2004

Vancouver, British Columbia

www.avainfo.org or (888) 576-2826

e American Society for Parenteral & Enteral Nutrition
(ASPEN)

Nutrition Week 2005

January 30 to February 2, 2005

Orlando, Florida

www.nutritionweek.org

eNational Home Infusion Association (NHIA)
NHIA 14th Annual Conference & Exposition
February 10-13, 2005
New Orleans, Lousiana
www.nhianet.org

Nutrishare scored an unprecedented 100% on its latest ACHC accreditation survey.

“q feel very fortunate to have
Nutrishare in my life.

I have accomplished
amazing things with

their help.”

Lakisha Judge

Niutrishare Consumer

Oley Welcomes a New Editor

After 10 years as Oley’s Director of Publications & Information, I will
be passing the torch to Cory Piekarski this July. Cory has a bachelor's
degree in English and a master's degree in educational psychology, and
has been managing educational programs for New York State employ-
ees. She is enthusiastic about
taking on the LifélineLetterand
looks forward to working with
homePEN consumers and cli-
nicians. Please give her a warm
welcome.

Before I leave Oley, I wish to
thank everyone who hashelped
me. [ have learned a great deal
during my tenure, witnessing
thestrength of the human spirit
and the joy that comes from

Cory Piekarski with her terriers,
Delilah and Ren

living each day to its fullest. I
value everyone’s contributions
to the newsletter, and treasure the many warm friendships I have made.
There are too many people to thank individually, but I would like to
acknowlege a few friends for helping me to better understand Home-
PEN and the courageous people who live with it: Lyn Howard, Don
Young, Woody Freese, Robin Lang, Malisa Matheny, Liz Tucker, Pat
Brown and the Oley staff. I have enjoyed my time at the Foundation,
wish Cory the best of luck and will miss you all.

— Roslyn Scheib Dahl

Web Site Offers Information

About Free Prescriptions
Cory Piekarski

NeedyMeds.com (www.needymeds.com) is a website designed to
provide information about patient assistance programs (PAPs) which
provide no-cost prescription medications to eligible participants. The
site also offers information about discount prescription card programs,
state programs and Medicaid sites. NeedyMeds does not offer
programs itself, nor does it supply medications or financial assistance;
and they don’t have information about over-the-counter medications
and supplies.

The first step is to determine whether or not your medication is
included in one of these PAPs. If you are unable to locate your
medication on the generic or name-brand list on the website, it is
probably not available through a PAP. If you do find your medication
listed, click on it to see what, if any, guidelines are listed to apply for
a PAP than follow the directions specified. Some companies are listed
on the site that do not offer a program. These companies are included
so you don’t waste your time contacting them. Visit the Frequently
Asked Questions page on the website for more information.

Please note: The information provided on NeedyMeds.com is
designed to support, not replace, the relationship between patient/site
visitor and his/her existing physician. O
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Oley News

Join in the Fun
this September

The Mighty Medical Miracles (M?)
Oley support group in central Ohio is
gearing up for its third annual Oley
fundraiser to be held September 12,2004,
at the Tall Timbers banquet facility in
Reynoldsburg. The event will feature an extensive dinner buffet, a
silent auction, and a variety of entertainment for people of all ages,
including DJ music, bingo, puppeteer and magician perfor-
mances, and outdoor inflatable activities. For information about
attending or volunteering for this event, contact Richard and
Donna Noble (614) 871-8464 / donnanoble2001@yahoo.com
or the Oley office (800) 776-OLEY / wilsone@mail.amc.edu.
Thank you for all your hard work M?! O

Ongoing Research Trials

* Research on Swallowing Problems

Researchers at the National Institutes of Neurological
Disorders and Stroke, NIH, are studying Swallowing Disor-
ders. The purpose of these experimental studies is to de-
velop a new method for helping individuals with life-
threatening swallowing problems and to determine if muscle
stimulation can reduce choking in individuals with swallow-
ing problems. For more information, please call (301) 496-
9367 or (800) 411-1222.

e Short Gut TPN Patients Wanted

Dr. Thomas Ziegler is researching the effects of modifications
in oral diet, with and without treatment with synthetically-
derived human growth hormone, on intestinal nutrient ab-
sorption and clinical outcomes in TPN-dependent SBS pa-
tients. For more details, contact Dr. Ziegler at 404-727-7351 or
tzieg01@emory.edu.

Both of the research studies listed have been deemed
appropriate for homePEN consumers/caregivers by the Oley
Research Committee, however, The Oley Foundation
strongly encourages anyone considering participating in
medical research to discuss the issue with their managing

physician before signing up.
More information on these studies
is available by calling (800) 776-
OLEY or visiting our web page at
heep://www.oley.org/news/
researchbox.html. If you

| are interested in having
your research study listed,

\ ~ complete the form listed
- & ‘ on Oley’s web page OR fax

the same information to

(518) 262-5528.

They need more
than a hug...
Give them
an Embrace™

You want the best for your loved ones,
and enteral feeding equipment is
no exception. The Embrace™

Enteral Pump incorporates the

latest technology to provide safe,
simple operation with the flexibility of an ambulatory
pump. So don’t give them just any pump—give

them an Embrace.

Contact your home medical equipment supplier or
visit Ross.com for more information.

© 2004 Abbott Laboratories
B1079/MAY 2004

ROSS PRODUCTS DIVISION L. mSS
ABBOTT LABORATORIES INC. ~

COLUMBUS, OHIO 43215-1724 NUTRITION
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Oley Update

Who says Home TPN
and tractors don’t mix?

Certainly not Don Young. Whether
working his land, attending a
concert or visiting his loved ones,
Don doesn’t let being a Home TPN
consumer for 29 years keep him
from doing what he wants to do.
Coram people are like that. We
have a long list of consumers like
Don. They know life goes on. They
face challenges everyday. And
Coram is there to help them. The
more we get involved with
consumers like Don, the more

we learn from them. Contact us at
972.394.9974 and visit us on the
Web at www.coramhc.com.

CORAM

Coram people. Going places. Doing things. Living life.

6 — LifelineLetter » (800) 776-OLEY

Your Catheter and You:
A Survey

In the spirit of “helping people” Oley has been invited to participate
at the Association for Vascular Access (AVA) Annual Meeting being
held in Vancouver, B.C. from September 18-20, 2004. This is a
gathering of clinicians and members of industry who have a strong
focus on vascular access. We are coordinating a session, Device
Selection from the Consumers Perspective, focusing on the importance
of educating and oudining all options for the patients who are
depending upon these vascular devices for survival.

What better way to begin shaping this session than going directly to
the Oley membership? We’ve kept it shortand sincerely hope that you
will find a few minutes to answer the following questions and respond
to Joan Bishop via email (bishopj@mail.amc.edu); phone (800-776-
OLEY/518-262-5079) or U.S. mail with your membership form (214
Hun Memorial MC-28, Albany Medical Center, Albany, NY 12208).

1. Were you able to choose which type of device was placed? (Yes
or no, please explain.)

2. Were you able to influence where the device was placed (taking
into account your need to care for the site, your appearance, your
comfort, etc.)?

3. a) Who trained you to use the device?

b) Do you feel that the training was thorough? If no, why not?

4. Please outline any pitfalls you encountered with catheter
selection and/or training.

5. Describe the help you obtained in dealing with pitfalls.

6. Do you or people close to you have any issues related to device
selection worth mentioning (i.e. port-a-cath vs. external catheter), etc.?

7.Do you have any ideas for improving access devices?

Thank you for your assistance! a

May/June 2004



Medical Update

End of Life, from pg. 1

The majority of HEN users have a swallowing disorder, commonly
associated with a stroke or cancer in adults, and cerebral palsy in children.
Seven percent of HEN users have an intestinal absorption disorder. Most
of these individuals started out on HPN and progress to HEN, their
survival at 1 year is 99%.

Table 2 survival percentages do not include persons who graduate off
HPN recovering full intestinal autonomy. As shown in table 3, a large
percentage of persons starting HPN and HEN do indeed recover and
resume oral nutrition. This is true for 75% of HPN short bowel (<150
cms.) patients with non-malignant diagnoses. Recovery, if it occurs, is
almost always in the first two years of therapy in adults, but in children
recovery may take much longer— probably because children have much
higher energy requirements (60 - 80 keals/kg/d compared to 25-35
keals/kg/d for adults). As children develop they continue to grow their
bowel and eventually reach nutritional autonomy once their high
growth demands subside. “Permanent” HPEN dependenceisaboutone
in eight persons who starts therapy in the USA, currently about 4000-
6000 persons. These individuals are the backbone of the Oley Family.

Short-term users of HPEN rarely die of an HPEN therapy compli-
cation (1%). Death, if it occurs, is almost always due to the primary
disease, occasionally to some other medical illness.

Sepsis Rarely Fatal

Long-term HPN users, after many years on therapy, may die from an
HPN complication. Over several decades this adds up to 15-20% of all
deaths in HPN subjects. Even in this setting, 80-85% of deaths are due
to the primary disease or another medical illness. If an HPN-related
death does occur, it is most frequently due to sepsis, occasionally to
liver failure, venous thrombosis or some other metabolic disorder. It
should be emphasized that while sepsis is the cause of 70% of deaths
due to HPN, overall sepsis is rarely fatal. In the first few years on HPN,
the average adult has a septic event once every 2 years, and the average
child has a septic event once a year. Studies show that septic compli-
cations are less common in long-term survivors, suggesting a learning
curve during which veteran HPN users get better at handling their
catheters in a consistent aseptic manner.

HEN therapy results in fewer therapy complications, leading to only
one-third of the HPN re-hospitalization rate. Mortality over decades
has not been studied in this population. These statistics point to the
fact that overall HPEN is a remarkably safe therapy.

Small bowel transplantation is not considered in HEN users at this
point. It is potentially life saving for only a small percentage of long-
term HPN users.

Planning Ahead

If death is approaching and cannot be checked, certain issues arise with
HPEN that are best planned for early on. Artificial nutrition, like
artificial respiration, may thwart an untimely death, but can prolong a
natural death. Most of us, in my experience, want to die peacefully and
without undue suffering when our time has come; we rarely want to
prolong the dying process orworststill, survive when we are permanently
unable to relate to our family and friends. In New York State, and many
otherstates, onlyan advanced directive, written and signed by the patient
allows us to retain some control over our dying process. Only if we have

End of Life cont., pg. 8 O

Table 1. Chief Diagnoses Where HPN Is Used

% %
Diagnosis United States (85-92) Europe (97)
Cancer 42 39
Crohn’s disease 11 19
Ischemic bowel 6 15
Motility disorder 6 ND
AIDS 5 2
Congenital bowel 4 ND
Radiation enteritis 3 7

Other 23 18

European data refers to adults only.

US data refers to all age groups. ND - No data

Table 2. Survival on HPN Therapy

% Survival
Diagnosis 1Yr* 3 Yr.* 5 Yr.# 5 Yr.t
Crohn’s 96 87 82 92
Ischemia 87 84 56 60
Congenital 94 80 — —
Mortility 87 62 — 48
Radiation 87 58 52 54
Chronic Obst. 83 40 — —
Cancer 20 — — —

* North American HomePEN Registry, n = 4,350

# France/Belgium, n =217  { Mayo Clinic, n = 225

Figure 1. Pediatric Survival France. Goulet et al.

% %
100 ] Inflammatory bowel diseases [ 100
90 — -90

Chronic intestinal
804 pseudo-obstruction 80
70 4 .70
Short bowel syndrome
60 _| . 60
Intractable diarrhea
50 | of infancy | 50
40 | B 40
30 _ 30
20 Primar)cf1 non digestive 20
- iseases L
10 N=300 10
0 0
T ] T T T | I

Years

Note: These survival curves differ from those in Table 2 because they
include children who eventually weaned off HPEN.
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Medical Update

End of Life, from pg. 7

designated a health care proxy can a close friend
or family member act on our behalf, keeping
our wishes foremost, when we can no longer do
it for ourselves. An advanced directive is easily
written when one is well and not under stress.
A form can be obtained from any hospital or
clinic. A copy should be keptwith your medical
recordsand by the person who agrees to be your
health care proxy. Advance directives are advis-
able for everybody, but especially for persons on
HPEN or other forms of artificial life support.

HPEN seldom benefits persons on the edge
of death and can, in fact, create unwanted
complications. A terminal patient is defined as
a person who will die in three months or less
from their debilitating fatal illness. Recogniz-
ing the terminal phase is notalways easy. Often

itis more recognizable to the dying person than
to their clinician. At some point there needs to
be a discussion between the person and their
close caregivers about steps in the dying pro-
cess. If the plan is to dieathome, is thereacircle
of friends who can help? When is it best to
transfer from artificial nutrition to more simple
hydration? There are very few nursing homes
who can manage a patient on parenteral nutri-
tion, but tube feeding or simple IV hydration
is not usually a problem.

In thelast month or two it is often helpful to
involve a hospice service. In my experience,
hospice nurses are more available than the
usual visiting nurses and can make the dying
process more comfortable. Hospice nurses are
very experienced with managing pain symp-
toms and take responsibility for indicating to
the physician what the home patient needs. In

many situations the hospice organization can
only getinvolved when active treatment, such
as HPN, has ceased. At the very end, intrave-
nous fluids need to be scaled back to make
breathing more comfortable. Hospice nurses
are familiar with this aspect of care.

In my experience, if a person on artificial
nutrition understands these end-of-life issues,
they will signal when they are ready to stop
artificial nutrition to simplify his or her care.
The most important element is for the clini-
cian to know the person and their family and
stay in close contact. For me, without excep-
tion, helping someone I've cared for, for a
long time, to have a peaceful dying process, is
the end of a long privileged partnership. [
Articles on other end of life issues such as health
care proxies and estate planning, are available

from the Oley office, call (800) 776-OLEY.

Table 3: Summary of Outcome on HPEN

Survival on Therapy status at 1 year
Therapy (% (SEM)]b Rehabilitation status in Complicationsd
No of Age  [% (observed deaths' ~ Full oral Contdon Died first year [% (SEM)]c (per pt. yr)
Diagnosis/therapy Patients  [yr (SDI)]  expected deaths)] nutrition ~ HPEN Complete  Partial Minimal HPEN  Non-HPEN
HPN
Crohn’s disease 562 36 96 70 25 2 60 38 2 0.9 1.1
Ischemic bowel
Disease 331 49 87 27 48 19 53 41 6 1.4 1.1
Mortility disorder 299 45 87 31 44 21 49 39 12 1.3 1.1
Congenital bowel
Defect 172 5 94 42 47 9 63 27 11 2.1 1.0
Hyperemesis
Gravidarum 112 28 100 100 0 0 83 16 1 1.5 3.5
Chronic pancreatitis 156 4) 90 82 10 5 60 38 2 1.2 2.5
Radation enteritis 145 58 87 28 49 22 42 49 9 0.8 1.1
Chronic adhesive
Obstructions 120 53 83 47 34 13 23 68 10 1.7 1.4
Cystic fibrosis 51 17 50 38 13 36 24 66 16 0.8 3.7
Cancer 2122 44 20 26 8 63 29 57 14 1.1 3.3
AIDS 280 33 10 13 6 73 8 63 29 1.6 3.3
HEN
Neurological
disorders of 1134 65 55 19 25 48 5 24 71 0.3 0.9
swallowing
Cancer 1644 61 30 30 6 59 21 59 21 0.4 2.7
Impaired small 329 36 99 45 28 17 43 42 15 0.4 2.7

bowel absorption

NA, not applicable because the group was too small

4, Survival rates on therapy are values at 1 year calculated by the life table method. This will differ from the percentage listed as died under therapy status because
all patients with known end points are considered in this latter measure.The ratio of observed vs. expected deaths is equivalent to a standard mortality ratio.
, Not shown are those patients who were readmitted to the hospital or who had changed the type of therapy by 12 months.
€, Rehabilitation is designated complete, partial, or minimal relative to the patient’s ability to sustain normal age-related activity.
, Complications refer only to those complications that resulted in rehospitalization.
Data from the North American HPEN Patient Registry |
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Your Support Makes Oley Stronger!

The following generous individuals have donated a gift to the Oley Foundation between April 23 and June
9, 2004. Thank you for your support! We also wish to thank all those who are not listed below, yet have
supported the Foundation by donating gifts earlier this fiscal year or have volunteered their time and talents.
A complete listing of everyone who donates in 2004 will be published in the January/February 2005 issue.

AMBASSADORS ($2,000+) SPONSORS ($250 - $499) SUPPORTERS ($50 - $99)
Lyn Howard, MD*** RX Healthcare Group Inc.

Oley Foundation

Allstate Giving Campaign/Sheryl

CONTRIBUTORS ($30 - $49)

PRESIDENT’S CIRCLE Creyts Brenda Leake Horizon Fund
($1,000 - $1,999) Mem bers
Peggy Waldon, in memory of PATRONS ($100 - $249) FRIENDS (UP TO $30) P
David Sr. Milton Abercrombie ko iz
Joan Bishop™** *Oley Trustee Joan Bishop
BENEFACTORS ($500-$999) Cathy Harrington™** **QOley Regional Coordinator Ginger Bolinger
Anne Lanier, in memory of Robin Lang** *** Oley Staff Katherine Cotter
Rebecca “Becky” Streetman Kathleen Mayo

Jane Balint, MD*
Richard & Faith Dillon

James & Melinda Rabb Chari-
table Trust
Rex Speerhas, PharmD

it #9 1

Giving a Little
at a Time

In previous newsletters, we
outlined plans for a new giving
option, via a secure server on-
line. The Oley Foundation has
connected to the 215t century!

If you’re looking for an easy,
safe way to give to Oley, sign on
to our website (www.oley.org),
and click the blue “Donate Now”
bar. You will be linked to a form
that allows you to donate a one-
time gift, or offer monthly or
quarterly donations.

Please consider supporting us,
and helping us continue to offer
education and outreach to all
children and adults using
nutritionsupport therapies. Large
or small, any gift is appreciated.

Thank you!

Unrestricted Corporate

Donations
GOLDEN DONORS ($50,000+)

Coram Healthcare

SILVER CIRCLE MEMBERS ($25,000-$49,999)
Novartis Nutrition
Nutrishare, Inc.

BENEFACTORS ($15,000-$24,999)

PATRONS ($5,000-$14,999)
BD Medical Systems
Creative Network
Daniel F. & Ada L. Rice Foundation

SUPPORTERS ($2,500-$4,999)
Abbott Laboratories
Critical Care Systems
Hospira Worldwide

CONTRIBUTORS ($1,000 - $2,499)
Arrow International
Bard Access Systems, a div. of C.R. Bard Inc.
Baxa Corporation
B. Braun Medical, Inc.
Kimberly Clark/Ballard Medical
Nestlé USA

Zevex, Inc.

FRIENDS ($500-$999)
Applied Medical Technologies
Calea Ltd.

Pediatric Services of America
Shield Healthcare Centers

Jim Cowan
Ann & Paul DeBarbieri
Tom Diamantidis, PharmD
Selma Ehrenpreis
Herb & Joy Emich
Don Freeman
Linda Gold-Pitegoff’
Linda Gravenstein
The Groeber Family
Valerie Gyurko, RN
Alfred Haas
Lyn Howard, MD
William Hoyt
Darlene Kelly, MD
Family of Shirley Klein
Robin Lang
Judi Martuscelli
Kathleen McInnes
Rodney & Paula Okamoto, RPh
Kay Oldenburg
Judy Peterson, MS, RN
Clemens Pietzner
Beverly Promisel
Roslyn & Eric Scheib Dahl
Steve Swensen
Cathy Tokarz
Eleanor & Walter Wilson
James Wittmann
Patty & Darrell Woods
...and growing every day!!
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Toll-Free Schedule |:|

Toll-Free Numbers Available to US and Canadian Consumers!

The Oley Foundation is able to offer its

toll-free lines to consumers in the US and Abercrombie

Canada. Two toll-free numbers are cir- Henderson, NV
culated to experienced homePEN con-
Ben Hawkins

Cincinnati, OH

sumers on a monthly basis. The goalis to
make speaking with fellow lifeliners more
affordable, and to provide Regional

Felice Austin & Mariah

(888) 610-3008 PST

(888) 650-3290 EST

Mariah isa 22 y.o. college student, on TPN 19+ years due to pseudo-obstruction and
SBS. She also has a g-tube and ileostomy. She enjoys swimming, jet-skiing, traveling,
scrapbooking, shopping, reading and cooking. Felice is a single mother and former
social worker. She's been an active RC since the late 80's. She is happy to share her
experience with parenting, patient advocacy, separation, disability, travel etc.

Ben Hawkins, 40, has been on TPN since 1980, when he lost over 90% of his
small intestine due to a malrotation. He has experience with midline catheters,
port-a-caths and Hickman catheters, and has used a variety of different pumps.
Healso went through the process of going onto Social Security Disability in 1999.

Coordinators with a better grasp of
Malisa Matheny

their region’s needs.
Doylestown, PA

Advicegiven by volunteer coordinators

represents the experience of that indi-
Bruce & On Braly
Davis, CA

vidual and should not imply endorsement
by the Oley Foundation.

Due to the expense, a per-minute fee

(888) 610-3008 EST

(888) 650-3290 PST

Malisa is 26 y.o. and has been on TPN and a small amount of j-tube feeds for
10 years due to a motility and mitochondrial disorder. She earned her RN, BSN
in 2001. She works at Children's Hospital of Philadelphia developing a
program for chronically ill teens transitioning into adulthood. She has experi-
enced summer camp, living in the dorms, and managing a job while on TPN.

Bruce and On’s son Matthew has been on TPN since the age of 9, and is now 15.
He has SBS due to malrotation of the gut and uses a CADD pump. They have
traveled abroad with TPN and look forward to sharing their experiences with you.

charged to Oley, we ask that you limit
your conversations to 30 minutes.

The schedule of toll-free numbers and
volunteer coordinators is updated in
each LifelineLetter, and posted on our
web page @ www.oley.org. Comments?

Call (800) 776-OLEY.

Novato, CA

Jim Wittmann

Stanford, CT

SEP.’04

Erik & Cindy Schten

(888) 610-3008 PST

(888) 650-3290 EST

Erik & Cindy are the proud parents of 4 y.o. Rachel, who’s had SBS since
infancy due to complications of Hirschprung’s disease. They have lots of
experience dealing with the frustrations of SBS care at all levels. They strive to
have her lead the life of a typical 4 y.o. and continue to learn and grow with her.

Jim,54, has had an ileostomy since he was eight. After four bowel resections due
to Crohn’s, he was puton TPN atage 25. He has had four permanentlines over
29 years, and currently has a Hickman. Jim has two great kids: Elizabeth (21)
and Sarah (18). He volunteers for Meals On Wheels and enjoys photography.

Alycia, from pg. 2

Alycia is on TPN for 11 to 12 hours each night at this point, which
accounts for about 95 percent of her calories. She has a big tummy
because of the “stuff ” that accumulates in her intestinal track that her
Gl system just can not move down. On average of six nights per week,
Alycia will throw up about three to five times a night; but usually in
the middle of the night, which keeps us on our toes even when laying
down. Obviously, she needs to wear a diaper at night because her
infusion is 1900 cc’s at this point. But, when she was close to three years
old, she decided, on her own, she wanted to wear underpants like her big
sister. And so, in less than a week, she was potty trained. BOOM, she just
did it. We figured she’d be eight before she got out of diapers, but this
kid just decided what she wanted, and to our amazement, did it.

So Where Are We Now?

This past September Alycia had her gall bladder removed. During
the operation they discovered her liver was being damaged by the
otherwise life saving TPN. A followup biopsy December 31+ showed
she isin stage three liver failure. And so, this March Stefanie and Alycia
went to Pittsburgh, 200 miles away, to be evaluated for intestinal
transplant. A great transplant team from Mt. Sinai in New York has
relocated here to D.C., but our insurance company has not recognized
them yet and will not make an exception.

We always endeavor to tell our children the truth, and so we
explained to Alycia about getting a new intestine, and that it would
most likely mean getting off TPN and no more Broviac. She
pondered that for a few moments. You could see the wheels
spinning in her head about what it would mean to her. Finally, she

looked at me and said, “Daddy, you mean I could get out of bed all
by myself in the morning?”

“Yes,” I told her.

“Daddy, you mean I won’t throw up anymore?”

“That’s right,” I told her.

“I can eat all the broccoli I want?” ('m thinking, broccoli?’)

“Sure Alycia; all the broccoli you want, sweetie. Knock yourself out.”
Go figure.

Two nights later, we were talking about it again as she got ready to
go to Pittsburgh. Four and a half years, all the clinic visits, all the
hospitalizations, all the overheard discussions, the TPN, the Broviac,
G-tubes, Pseudo Obstruction, motility disorders, IV’s, etc, etc, etc.
Alycia looked at me and asked, “Daddy?”

“Yes Scooter Pie.”

“What’s an intestine?” I knew there was something we’d missed! [
To learn more about Alycia, her journey with Pseudo Obstruction and
getting a transplant, visit her website at www.caringbridge.org/md/alycia.

On-Line Shopping?
Don’t forget WWW.igive.com
will donate a portion of your
spending to Oley at no charge to you,

and there are hundreds of great stores
to choose from! Call (800) 776-OLEY for details.
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