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Children’s National Launches Multidisciplinary Institutes

Children’s Institute Model

in oncology, neurosurgery, neuropsychology, and otolaryn-

Children’s National implemented an institutes model gology specialists.

that allows for a cohesive response to clinical problems Children’s Neurofibromatosis Institute was chosen as

or addresses a specific disease/disorder. Our institutes not one of the eight programs in the United States to participate

only accelerate translation of research from bench to in the Neurofibromatosis Clinical Trials Consortium and

bedside, but incorporate a multidisciplinary approach for Dr. Packer is group chair of the consortium. The Institute

our clinical divisions. Children’s institutes integrate expertise participates in developing new therapeutic treatments for

from multiple clinical divisions, offer significant education- the neurocognitive aspects of neurofibromatosis, and

al opportunities, demonstrate improved health outcomes, assesses the agent lovastatin for children with neurofibro-

and coordinate recruitment and facility needs. Children’s matosis and learning disabilities.

is proud to announce the creation of two new institutes. The Institute provides extensive support for families
and children, including the coordination of the largest neu-

The Daniel and Jennifer Gilbert rofibromatosis camp on the East Coast for children between

Neurofibromatosis Institute the ages of 7 and 16.

The Daniel and Jennifer Gilbert Neurofibromatosis
Institute, one of the largest collaborations focused on
neurofibromatosis in the world, specializes in the diagnosis,
evaluation, and treatment of children and adults with the
full range of conditions that relate to this disorder.

Led by neurologist Roger Packer, MD, Children’s
Neurofibromatosis Institute is designated a Neurofibromatosis
Center of Excellence by the National Neurofibromatosis
Foundation. The Institute offers a multi-specialty clinic
with one central location for patients and families to meet
with specialists in genetics, neurology, and ophthalmology.
From that clinic, patients and families are referred as needed

Brain Tumor Institute

Children’s National Brain Tumor Institute is a multidis-
ciplinary, internationally renowned collaboration that
evaluates one out of every 10 children in the United States
diagnosed with a brain tumor.

Children’s unique collaboration between the Divisions
of Oncology and Neurology means that patients see an
oncologist and a neurologist at every visit. In addition, the
program includes neurosurgeons, neuropsychologists, radi-
ologists, psychologists, endocrinologists, and pathologists.

As one of the most active clinical research programs in
the country, the Institute delivers the most innovative and
best therapies possible, including those which delay, and
at times eliminate, radiotherapy for infants and children;
biologic-based translational therapies; and high-dose
chemotherapy with stem cell therapy support. Additionally,

Proud to be Among

Children’s brain tumor laboratories study the neurology of

) America’s Best the tumor and evaluate the long term effect of the tumor
A\'(/ff()ilalﬂe(/fc{(/Clt;’[.g C/J ildf”@?’l s H OSpZ'llﬂlS or its treatment on outcomes.
Children’s patients have access to leading edge treat-
IN THIS ISSUE: ments through Children’s Oncology Group’s Phase T trials,
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1 .. Children's National Launches Mulndisciplinary Instintes Cancer Institutes, and Neurofibromatosis Clinical Trials

§ ... CRIHighlights / People Notes Consortium Protocols.

I ..... Laryngomalacia

B ... Specialists Treat Rare Genetic Disorder 3 To Iearn_ more abo_ut Children’s National Institutes
. visit www.childrensnational.org, Departments and

] ... Children’s Notes Program Section.

2 www.childrensnational.org



MEDICAL CURRENTS B Summer 2008

GHILDREN'S RESEARGH INSTITUTE. c...c.-

Sudden Infant Death Syndrome

Children’s National physicians Jodi
Pike, MD, and Rachel Moon, MD, led a
study examining data from 53 infant deaths
that involved a bassinet as reported to the
Consumer Product Safety Commission
(CPSC) between 1990 and 2004.

“Since so many babies sleep in
bassinets, we thought that it was important
to know if bassinets are safe sleep places
for babies,” said Dr. Moon.

The average age of the infants who
died of infant death syndrome was nearly
3 months old. The study found:

e In 85 percent of the deaths, the infants
had suffocated or they had a lack of
oxygen

e 74 percent of the bassinets had blankets,
pillows, or plastic bags in the bassinets

PLOPLE ..

e 37 percent of the babies had been
placed face-down to sleep

* 50 percent of the babies were found in
their bassinets face down

* 9 percent of the deaths were due to
sudden infant death syndrome

¢ 16 percent of the infants died because
the bassinets had mechanical problems
or they were not used correctly

The complete results are published in

the June edition of the Journal of Pediatrics.

Drs. Pike and Moon stress the importance

of following the American Academy of

Pediatrics guidelines for putting babies

to sleep:

e Put babies to sleep on their backs

¢ Avoid having soft bedding, loose
pillows, or stuffed animals in or around
the baby’s sleeping area

Roger J. Packer, MD, executive director of the Center for Neurosciences and
Behavioral Medicine, received the Founder's Award at the 13th International
Symposium on Pediatric Neuro-Oncology (ISPNO). He leads Children’s Brain Tumor
Institute and is an active member of Children’s Research Institute. The Brain Tumor
Institute, working through the Pediatric Brain Tumor Clinical Trials Consortium, has
been selected by the National Cancer Institute to serve as one of only nine centers
in the United States to perform innovative clinical research in neuro-oncology.

The award was given by the Pediatric Brain Tumor Foundation.

Rhonique Shields-Harris, MD, received the Legal Aid
Society of the District of Columbia’s inaugural Partnership
Award at its 19th annual Servant of Justice Awards Dinner.
Dr. Harris is the medical director of Children’s mobile health
program, Children’s health center at THEARC, and the
Children’s Health Project of DC. The Partnership Award was created to recognize
significant collaborations between Legal Aid and other non-legal organizations or
individuals that directly increase the organization’s ability to serve its clients.

Joseph L. Wright, MD, executive director of the Child Health Advocacy Institute,
was appointed by Maryland Governor Martin O’Malley to the seven-member Prince
George’s Hospital Authority. The group is charged with evaluating potential buyers
of Prince George’s Hospital System.

People Notes, continued page 8

Rachel Moon, MD

Director of Academic
Development for the
Goldberg Center for
Community Pediatric Health

Rachel Moon, MD, is an
internationally recognized
expert in SIDS and serves

as the director of Academic
Development for the Goldberg
Center for Community Pediatric
Health at Children’s National
Medical Center. Dr. Moon's
research focuses on high-risk
populations for SIDS, specifically
African-Americans and infants
who are in child care. She
currently serves on the Task
Force on SIDS for the American
Academy of Pediatrics.

For more information about this
study, contact Rachel Moon,
MD, at 202-476-3948 or
rmoon@cnmc.org.
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Rahul Shah, MD
Otolaryngologist, Children’s
National Medical Center

Rahul Shah, MD, is an active
clinical researcher with interests
in pediatric voice disorders,
resource utilization and outcomes
and medical errors. He is
recognized as a leader in patient
safety and quality improvement
within Otolaryngology and is
active within the American
Academy of Otolaryngology-
Head and Neck Surgery with
these initiatives. His clinical
interests include the broad

realm of pediatric otolaryngology.

Laryngomalacia

Rahul K. Shah, MD, and George H. Zalzal, MD, Division of Otolaryngology

tridor is one of the most common
reasons for referral to a pediatric
Otolaryngologist for an outpatient
evaluation or an inpatient consultation.
Stridor is noisy breathing from laryngeal
or lower airway obstruction; stertor is noisy
breathing from nasal obstruction. Stertor arises
from aberrant airflow at the level of the nose;
while stridor differs because it occurs as a
result of aberrant airflow at the level of the
larynx or lower in the airway. Stertor can arise
from pathology in the nose, such as pyriform
aperture stenosis, dacrocystocele, choanal
stenosis or atresia, and adenoid hypertrophy.

Two manifestations of laryngomalacia. Note the shortened
ary-epiglottic folds and redundant arytenoid mucosa.

Stridor, or “noisy breathing,” may be
present during a physical examination. This
finding may indicate potentially serious prob-
lems for the child. The most common reasons
for stridor in an infant include laryngomalacia,
vocal fold palsy, subglottic stenosis, subglottic
hemangioma, glottic web, and tumors of the
airway such as papillomas.

The patient’s history, as well as the physical
examination, including detection of stridor,
can be helpful clues in the diagnosis. Pertinent
questions about the patient’s medical history
include birth history, intra-uterine problems,
problems at delivery, APGAR score, neonatal
intubation, necessity for airway interventions,
and timing and disposition of the newborn
when leaving the hospital. Further, it is
important to gather information about the
patient’s vocal abilities such as the occurence

of aphonia, hoarseness, a raspy voice, as well
as any feeding difficulties. Feeding difficulties
consist of inadequate oral intake, a failure to
gain weight, aspiration, and reflux of feedings.

The sound and phase of the stridor
during respiration can provide insight into
where the lesion of interest lies. It is impor-
tant to know where the stridor occurs during
respiration — either in the inspiratory phase
or expiratory phase. Classically, lesions that
occur during inspiration can be found at the
level of the vocal folds and higher (such as
laryngomalacia). Lesions that occur during
expiration are usually found at the level
below the vocal folds. Lesions on the vocal
fold and even at the level of the subglottis
can manifest as biphasic stridor.

Laryngomalacia is the most frequent
cause of stridor in the neonate; the lesion
usually presents in the first few weeks of life
and most commonly is not present at birth.
As the child becomes more active, the stridor
of laryngomalacia becomes louder. The
pathophysiology of laryngomalacia is
not completely known, but it is thought to
involve an imbalance between immature
neonatal cartilage and the muscles of the
endolarynx. Once the child becomes more
active, the imbalance results in stridor. The
noisy breathing is classically inspiratory in
nature and worsens when the child is active
or crying. The stridor is a manifestation of the
child having to increase the work of breathing.
This increased work of breathing can affect
the child in terms of maintaining an adequate
oxygenation level as well as with feeding.

In laryngomalacia, the lesion occurs at the
level of the supraglottis (above the vocal folds)
and the hallmark is the marked inspiratory
stridor in this condition. Laryngomalacia
affects the epiglottis, ary-epiglottic folds
(connecting tissue between the epiglottis
and arytenoids), and the arytenoids.
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Additional endoscopic images from infants with laryngomalacia.
The larynx on the left has significant redundancy of the arytenoid
mucosa; both images demonstrate shortened ary-epiglottic folds.

In laryngomalacia, there can be any variation of problems
with these structures: a narrowed or omega-shaped
epiglottis, tight ary-epiglottic folds, or redundant arytenoid
mucosa that prolapses into the airway.

At times, the increased work of breathing, airway
compromise, and stridor, are so significant that it causes
the child to have episodic desaturations. These desaturations
can be evidenced by perioral cyanosis, sometimes frank
cyanosis, and occasionally respiratory distress. In these
situations, the child is admitted and observed in a monitored
setting to document the extent of the desaturations. If
significant, this is certainly a reason to consider surgical
correction of the laryngomalacia.

Feeding difficulties or failure to thrive occur in
patients with severe laryngomalacia. The infant has
difficulty feeding because he/she is unable to breathe and
feed at the same time and unable to expend the physical
energy to breathe with the amount of energy and force
required to overcome their laryngomalacia. Failure to
thrive also indicates the need for surgery.

The work-up in a patient with suspected laryngoma-
lacia begins with an Otolaryngology examination of the
upper aerodigestive tract via a flexible fiberoptic laryn-
goscopy, which is an in-office procedure that allows
visualization of the structures above the vocal folds.

The findings of the fiberoptic laryngoscopy are the sine
gua none in making the diagnosis of laryngomalacia.
Radiographs in the anterior-posterior and lateral orientation
are important to exclude other concomitant lesions,
which have been reported to be as high as 15 percent.
If suspicion remains for a synchronous airway lesion,
then an operative laryngoscopy and bronchoscopy is
warranted to ensure that no other lesions are missed.
The management of such patients includes medical
management and surgical intervention. Most patients
do not need surgical intervention for laryngomalacia.
For those patients who do need surgery, the surgery

MEDICAL CURRENTS M Summer 2008

includes relieving the lesion that results in the problem,
such as releasing a tight epiglottis, relieving tight ary-
epiglottic folds, or removing redundant mucosa of the
arytenoids. Rarely will patients need a tracheotomy to
bypass the supraglottic obstruction from laryngomalacia.

Children’s National physician George H. Zalzal, MD,
et al. was the first to describe the surgical technique of
epiglottoplasty for laryngomalacia. Most recently, he
described a modification of the technique that uses a
newer modality (a microdebrider) to relieve the
obstruction from laryngomalacia. Medical therapy
includes treatment of underlying reflux (if present)
and close monitoring of the patients airway. Sometimes
patients have oxygen or apnea monitors at home, which
provide documentation of the extent of the problem.
Patients who have failure to thrive or airway compromise
are candidates for surgical intervention.

Stridor can be a difficult problem to evaluate and
manage. A pediatric otolaryngologist can be of value
to assist in the diagnosis and can provide medical or
surgical management for the myriad pathologies that
manifest as stridor.

For more information on the Division of
Otolaryngology or the diagnosis and treatment of
laryngomalacia, contact 202-476-3363. Physicians can
refer patients to a Children’s National Otolaryngologists
at the Laurel, Monigomery County, Nortbern Virginia,
or Upper Marlboro Regional Outpatient Centers or
Children’s main hospital location. The Monigomery
County and main bospital locations provide outpatient
surgical interventions.

References:

Zalzal GH, Anon JB, Cotton RT. Epiglottoplasty for
the treatment of laryngomalacia. Ann Otol Rhinol
Laryngol. 1987 Jan-Feb;96(1 Pt 1):72-6.

Zalzal GH, Collins WO. Microdebrider-assisted
supraglottoplasty. Int J Pediatr Otorhinolaryngol. 2005
Mar;69(3):305-9.
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Mark Batshaw, MD
Chief Academic Officer

Mark Batshaw, MD, performs
clinical and translational research
on inborn errors of metabolism,
specifically urea cycle disorders.
He co-directs, with Mendel
Tuchman, MD, a National Institutes
of Health (NIH) funded international
consortium that is performing a
longitudinal study of all eight urea
cycle disorders, studying the
impact of these disorders on
cognitive functioning using neu-
roimaging and neuropsychological
testing, and performing clinical
trials of novel treatments. He is
co-principal investigator of an

NIH program project grant that is
developing gene therapy, using
adeno-associated virus, in mouse
models of urea cycle disorders.
As a developmental pediatrician
the focus of his work is to
improve cognitive outcome in
these devastating disorders.

Children’s National Specialists Treat

Rare Genetic Disorder

rea cycle disorders, known as one of
the orphan diseases (affecting fewer
than 200,000 people in the United
States) affect less than one in every
8,000 births. The urea cycle is the
biochemical pathway in the liver that permits
the body to remove ammonia leftover from
metabolizing proteins into amino acids to build
muscle and other vital products for growth and
development. Patients with such a disorder,
for example, ornithine transcarbamylase
deficiency (OTCD), are unable to process
potentially toxic levels of ammonia out of the
system effectively. OTCD is an X-linked disorder
like hemophilia and muscular dystrophy,
meaning that mothers are the carriers, and can
pass the defect on to their children, especially
to their sons. Only 15 percent of carriers have
clinical symptoms, which can include migraines,
vomiting, and coma.

Twenty-five years ago, Mark L. Batshaw,
MD, chief academic officer at Children’s
National, successfully treated a woman for
symptoms of OTCD using a drug that was
developed by Dr. Batshaw and a colleague
at Johns Hopkins.

Children’s National is recognized as the
world’s leader in urea cycle disorder research.
Through the NIH-funded 14 member Urea
Cycle Disorders Consortium, directed by
Dr. Batshaw and Mendel Tuchman, MD,
Children’s evaluates one out of every five urea
cycle disorders patients in the United States.

The woman Dr. Batshaw treated is the
sister of Paola Lacle, who recently went for a
routine prenatal visit with her obstetrician in
Costa Rica. During the visit, her family history
of genetic diseases was discussed. Paola and
her sister are carriers of the genetic disorder.
After discovering that her local children’s
hospital did not have a genetic team to treat
OTCD, Paola and her husband, Mario, con-
tacted Children’s National.

Dr. Batshaw, Dr. Tuchman, and Uta
Lichter, MD, PhD, in collaboration with the
rest of the Genetics team, worked quickly
through a series of international phone calls
to collect blood samples and develop a treat-
ment plan for the twins. The Lacles flew from
Costa Rica to Washington, DC, on January 13
to begin preparing for their birth.

On Monday, February 4, Paola gave birth
to Marcel and Marie Claire at Washington
Hospital Center (WHC), located on the same
campus as Children’s National. Children’s
Neonatology and Transport teams brought
the twins to Children’s Neonatal Intensive
Care Unit (NICU) through an underground
tunnel connecting the two hospitals.

Children’s 48-bed NICU is one of the
region’s major referral centers for sick new-
borns up to 3 months of age and serves
more than 40 referring hospitals. It is a Level
ITIC NICU, the highest distinction available by
the American Academy of Pediatrics guidelines.

The babies immediately received the
treatment Dr. Batshaw pioneered to combat
the often fatal disorder. To save Marcel, the
team needed to ensure his ammonia levels
were stable, before they could test if he
would be affected by the disorder. Without
immediate treatments, Marcel would quickly
fall into a coma, which could cause brain
damage or death. Dr. Tuchman also began
the necessary genetic testing on both twins,
to identify if they were affected.

When the results arrived three days
later, he and Dr. Batshaw delivered the news
to Paola and Mario in her hospital room at
WHC. Marcel was affected by OTCD, and
Marie Claire was a carrier. Marie Claire left
the hospital two weeks after her birth and
Marcel remained in the NICU until mid-March.

Because Marcel received the necessary
medication within hours of his birth, he has
an 80 percent chance of successful treatment.

continued page 7

6 www.childrensnational.org



NEWS NOTES

MEDICAL CURRENTS I Summer 2008

Children’s National Ranked in
U.S.News & World Report

Children’s National Medical Center is
proud to once again be ranked as one
of America’s best pediatric hospitals
by U.S.News & World Report. U.S.News
no longer lists one composite ranking;
it shifted to rankings in seven distinct
categories: General Pediatrics (which
for the purposes of the survey is
actually surgery readmissions), Neonatology, Cancer,
Neurology and Neurosurgery, Digestive Disorders,
Cardiology and Heart Surgery, and Respiratory Disorders.
In every one of these categories Children’s National is
ranked as an elite provider.

Spanish
Resources

After receiving
several requests from
community practices,
Children’s National
Referral Pad is now
available in Spanish.
Directions to Children’s
Hospital and all seven

Regional Outpatient
Centers in DC, Virginia,
and Maryland are translated for your patients. Spanish
referral pads are available by request at 202-476-4500 or
thear@cnmc.org.

Genetic Disorder, from page 6

However, he still faces challenges. The curative treatment
for OTCD is liver transplantation and in July he successfully
received a new liver through the pediatric transplant pro-
gram jointly run by Children’s National and Georgetown
University Hospital. His family will remain in the area for
a year so he can receive follow-up care.

To learn more about Children’s Genetic team, Neonatal
Intensive Care Unil, and research on urea cycle disorders
visit www.childrensnational.org/Research.

Neonatologist
Publishes
Reference
Book

Stephen Baumgart,
MD, a neonatologist
at Children’s National,
recently co-authored
Nephrology and
Fluid/Electrolyte
Physiology:
Neonatology Questions
and Controversies as
a reference guide to help physicians stay up-to-date
on cutting-edge nephrology information. The book
provides information and advice on the latest
diagnostic treatment strategies and is available through
Saunders Elsevier publishers.

NEPHROLOGY and
FLUID/ELECTROLYTE
PHYSIOLOGY

William Oh  Jean-Pier signard - Stephen Baumgart

Pediatrician
Publishes
Book

Howard J. Bennett,
MD, FAAP, is a
member of Children’s
National Health
Network. Dr. Bennett
is a pediatrician in
Washington, DC, and
recently published
Harry Goes to the
Hospital. This book provides information to help
children deal with their anxiety when having to stay

in the hospital, interacting with the doctors and nurses,
and dealing with needles. Harry Goes to the Hospital is
published by Magination Press and available through
Amazon.

To learn more about Children’s pediatric network,
Children’s National Health Network, visit wwuw.children-
snational.org/ForDoctors
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" Pl[ NOTES continued from page 3

Denice Cora-
Bramble, MD, MBA,

Goldberg Center for
Community Pediatric
Health, participated in
the launch of a mobile
health program that
will provide pediatric
services in Abu Dhabi,
United Arab Emirates. Dr. Cora-Bramble gave
a presentation entitled, “Improving the Health
of the District of Columbia Community,” at the
Emirates Center for Strategic Studies and
Research in Abu Dhabi.

executive director of the

A. Barry Belman, MD,
chairman emeritus,
delivered the prestigious
John Duckett Lecture at
the Plenary Session of
the Annual Meeting of
the American Urological
Association.

H. Gil Rushton, MD,
chief of the division of
Pediatric Urology, was
named Editor of the
Pediatric Section of
the Journal of Urology.
The position is for a
four-year term with the
option of two terms.

Hans Pohl, MD, and
H. Gil Rushton, MD,
each received the
“Teaching Excellence
Award” from the
Department of Urology
at George Washington
University. Drs. Pohl
and Rushton were
selected from more than
40 full-time and volun-
tary faculty.

National Medical Center,

111 Michigan Avenue, NW
Washington, DC 20010-2970
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