Living Proof: Teenager liveslifeto thefullest
By Anne Ward Ernst

Punching buttons on a video-game controller, dumped low into the sofain his Almaden
Vdley living room and wearing a black-hooded sweatshirt and loose-fitting jeans, he
looks like lots of kids his age. But Adam Fulton is not like lots of kids his age.

He has arare disease that kills most children in infancy, and when Adam was just 5
months old, he dmost died fromiit.

"Hewaslikearag doll," says his mother, Vaerie Fulton, of the episode that sent them to
the hospita. "There was no tone in his muscles™

While at the hospitd it was discovered that Adam's liver was enlarged and the tissue
around his heart was infiltrated with fat. It was then that he was diagnosed with a genetic
syndrome caled Long-chain 3-hydroxyacyl-CoA dehydrogenase, or LCHAD.
[Correction note from Valerie, Adam’smom — LCHAD isnot a syndrome but a
metabolic disorder wher eby a specific enzymeismissing or deficient.]

His prognosis was not good.

"Most sad, 'Hell probably die of heart failure,™ she says of one of the most common
results of the disease.

Unlessyou talk to him about his specid diet or activity restrictions, you would never
know of his condition.

Heisnow a 13-year-old seventh-grader at Castillero Middle School who is on the swim
team, is an active fencer and, as a baritone in the school's concert choir and men's choir,
performed in the Anahelm Heritage Festival last weekend. He's a good student and
thought of highly by his teachers.

"He's one of my better male singers,” says his choir ingtructor, David Finch. "He dways
gives you everything, and he's dways so well-behaved. Hesagreat kid."

Adam isectivein Children's Musica Theater San Jose and of the nine productions he's
been in, he has aclear favorite: Oliver.

"| got to be an orphan and athief," he says.

On the day he received his report card, he was trying to persuade his mother to pay him
for his high marks—adl As and Bs—but his mother would have none of it. But sheis
going to give him money to participate for two weeks this summer in yet another series of
medical tests concerning LCHAD. So, though he leads a seemingly regular teenage life, it
aways circles back to LCHAD.



The one person who gave Vderie any sgn of hope of survivd when Adam was firg
diagnosed is the same person who continues to monitor Adam's progress today—his
nutritionist, Elaina Jurecki.

"She told me, 'Well treat it with diet,” Vderie says.

Jurecki works in the Kaiser Permanente health system and saysit currently follows four
people in Northern California with the same disease.

LCHAD isacondition in which the body cannot oxidize faity acids because a necessary
enzyme is either missing or not functioning correctly. Jurecki and other expertsin the
metabolic field say there are probably fewer than 200 people afflicted with LCHAD
living in the United States, and most are children.

"There are not alot of adults because [babies] often die from this disease," says Jurecki.

Early death could be avoided, Jurecki and others say, if the sate of Cdiforniawould
adopt arequirement to test for LCHAD at birth so that parents can be armed with
knowledge and treat the disease with diet, as the Fultons have. All newborns currently get
five standard tests from blood taken from a prick on their hedl, and LCHAD could be
determined from the same sample.

"They have had that in place for years," she says. "Adding thiswould be just a matter of

Méelanie Gillingham, aresearcher at the Oregon Hedlth and Sciences University in
Portland, Ore., says alot of states, including Oregon, are starting to screen for LCHAD,
but Cdiforniais il in the debate stage, she says.

"Hopefully, well be able to pick these kids up before they get sick, and hopefully they
will be &dle to surviveinto adulthood.”

Sometypica symptoms of this metabolic disorder include lethargy, hypoglycemia,
developmentd delay, cardiomyopathy—problems with the functioning of the heart—and,
asin Adam's case when he was first diagnosed, poor muscle tone. The genetic mutation is
unknowingly passed on by two "carrier” parents, and of babies born to such parents, there
isa 25 percent chance they will be born with the disease and a 50 percent chance those
children will be carriers.

Vaerie has two older sonswho do not have the disease, and said she had expressed
concern to Adam's pediatrician when he was an infant that he was unable to hold up his
head on his own and seemed to be developing more dowly than her first two babies. She
said the doctor attributed those symptoms to Adam'’s premature birth. Vaerie hersdlf had
amost died during her pregnancy with Adam because of symptoms attributed to the

HEL LP syndrome—which stands for hemolys's, elevated liver enzyme levels and alow
platelet count—and she was experiencing kidney failure, so Adam was ddivered by C-



section 5 ¥2 weeks early. At firdt, doctors told her that her HEL L P syndrome and Adam'’s
LCHAD were unrdated, but scientific findings since reported show otherwise. She and
the baby were chemicdly and biologically at odds with one another.

"Badcdly, we were killing each other,” Vderie says.

Comparing infant photos of Adam, she points out how one taken of him just before his
diagnoss shows him thin-looking, with his skin pale and mottled. In aphoto taken a
couple of months later, he is plumper with a hedthy, rosy hue. The difference was found
in hisdiet.

Jurecki put Adam on aredtrictive, very low-fat diet—specificaly low in the long-chain
fats commonly found in most diets, which his body cannot metabolize into energy. But he
aso requires adifferent type of fat that is not found in our foods—medium-chain fat—
and without thisfat in his system, his body starts searches for other energy sources by
attacking and breaking down muscles.

He was given this specid diet through a feeding tube in his nose until he was

2% yearsold. Now every day he drinks 18 grams of medium-chain triglyceride oil
[Correction note from Valerie--three timesa day or 54 grams| mixed with nonfat
milk. The prescription oil costs $75 per bottle and is not covered by their medica
insurance plan, but Vaerie says she found a less-expendgve source, though it il isn't
cheap at $11 per 16.7-ounce bottle. He egts regular foods, too, and loves thingslike rice
and sushi, Vderie says, but knowsthat if he has adice of pizza, he hasto remove the
cheese and pat off the oilsfirdt. It'sadiet they can live with, but it's not dways essy.

"You can't just go out the door and go out to eat,” says family friend Jenny Carrall,
whose 10-year-old daughter, Jane, also has LCHAD. "If you go to someone's house they
might not have what she can egt. She hasto have her formula, the nonfat milk with ail in

it, every six hours.

The Fultons and the Carralls, who live outsde of Madison, Wis., became friends through
one of the studies both youngsters participated in that measured the effects of adding fish
oil to their diet to help control and contain the retind degeneration that occurs in children

with LCHAD and leads to blindness.

During hisyoung life Adam has undergone avariety of tests, has been involved in severd
different studies, and has traveled nationally and internationdly to be observed by
scientists and doctors who will, because of his participation, better understand the disease
for future generations.

"LCHAD isanewly described disease. Doctors have only been describing and looking at
it snce the late '80s or early '90s," says Gillingham. "We don' redlly know what an older
person [with LCHAD] looks like. There are alot of things we don't know about this
disease or them.”



The tests he will endure this summer—the ones for which his mother is going to pay him
$20 a day—will keep him virtudly quarantined for two weeks, and Jurecki says results of
the controlled studies will be agreet help to those who study thislittle-known disease.

"The only way we learn is by doing these collaborative sudies,” Jurecki says. "To have
patients like Adam—and there is potentialy no direct benefit for him—redly hdpsthe
community asawhole.”

They are not easlly tolerable tests, Jurecki and Gillingham say.

"He's dready had abunch of ophthamology tests. This oneis an dectroretingram, or
ERG," Gillingham says. "It's not an easy test to do. If | did it, they would have to sedate
me."

A contact lens placed on the retina has e ectrode wires coming off of it and keeps the eye
open and then his face will be placed in abowl and bright lights are flashed off and on to
test visud acuity and activity. The test lasts about an hour to an hour-and-a-hdf, and
Gillingham says they sedate younger kids, but Adam tolerates tests such as these so well
that he has not recelved any sedatives the last couple of times he participated. They say
he's an amazing patient, but to Adam it'sjust away of life
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