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Objectives

> ldentify steps for finding authoritative PKU
and health information on the web

> Describe 3 techniques to evaluate health
websites



Trends in Online Health Information

61% of US adults go online for health information.
Most popular topics are diseases and treatments.

Social-networking sites are used only sparingly for
health queries and updates.

Fox, Susannah. “The Social Life of Health Information.” Pew Internet &
American Life Project, 20009.



STEP 1: Start with the best consumer
website for health information

National Library of Medicine's

/ jMedline Plus’

- ) /bl ;
- in e Trusted Health Information for You
\

) )




MedlinePlus

medlineplus.gov

> #1 SOURCE for basic guality consumer/patient
Information

Includes drug information

Medical Encyclopedia — full-text with illustrations
Spanish version

Preformulated PubMed searches

Interactive tutorials

Current health news

Y V V V YV V



MedllﬂePIUS Content Interactive tutorials:

Health topics total
(today): = _
M e d lin e Pl u S® A service of the U.S. NATIONAL LIBRAI Y OF MEDICINE CI Ini Cal Tri al S
P Trusted Health Information for You and the NATIONAL INSTITI TES OF HEALTH | N kS on
—Search MedlinePlus About MedlinePlus | Site Ma ‘I - d IS p | ay
(today)
Cc Health N
3 drug and onditions urrent Health Nows Over 165
herbal e slideshows with
datab ases: and averthe-counter ,]- e news - ClinicalTrials.gov
m - 000000000 Studies for new e NIH-
a rox drugs and treatments S8 :
PP J diag o - Seniorhealth
monographs ' s e Kattina links: Disasters and Eme | NmSeniorHealth
. Health information
ADAM for older adults
.com
in- Surgery Videos}
enCyCIOpEdla Videos of surglce
anth. Learmn mare: procedures - -
approx T
p p I Other Resources
m O n O g r‘ap h S al li alth orga s, international

Health news:

Approx OR-Live
new stories surgery
added per day videos:

Directories: Announcement listservs:

Over directories covering
doctors, hospitals, clinics and
libraries.



Phenylketonuria

MedlinePlus L= Mkl Hly

Phenylketonuria (PKLU) is a genetic disorder inwhich the body can't process part of a protein called phenylalaning (Phe). Phe is in almost all
foods. If the Phe level gets too high, it can damare the brain and cause severe mental retardation. &l babies bornin U5, hospitals must now ]
have a screening test for PRI, This makes it easier to diagnose and treat the problem early.

Also called: PKU

includes many fruits and vegetables. It also includes some low-protein breads, pastas and cereals. Nutrtional formulas provide the vitaming and

The hest treatment for PKU is a diet of low-protein foods. There are special formulas for newhomns. For older children and adults, the diet )
minerals they can't get from their food. {

Habies wha get on this special diet soon after they are hom develop normally. Many have no symptoms of PEU. |t is impartant that they stay on
the diet for the rest of their lives.

National Instiute of Chilif Heath and Human Developrent | Encyelopedia |
¢ Phenylketonuria

Get Phenylketonuria yg#ftes by e-mail | Enter e-mail adeiress ) \hat's this? ] ¢ serum phenylalaning Screening
Start Here [ Related Topics | \

o (enetics Home Reference: Phenylketonuria NJH (National Library of Medicing) o Geretic Disarders

o Phenylketonuria (PKU] NIF (National Institute of Child Health and Human Developrment) * Newham Screening

o PKIJ (March of Dimes Birth Defects Foundation) ® Brain and Nerves

Also available in Spanish ® Genetics/Hirth Defects
® Netaholic Problems
® Cverviews ® Nutrition ® Tutorials [ Go Local | \

& [isease Management

Services and providers for
Phenylketonuria in the U.5.

Select Location v
Select from list

® Felated lssues

¢ Clinical Trials ¢ [irectaries ® Adults
® [Senetics ¢ (rganizations

o Joumal Aricles ® Lawand Policy [ National Institutes of Health H



Overviews
¢ Phenylketonuria (Mayo Foundation for Medical Education and Research)

Nutrition
¢ Atthe Tahle with Family (National PEU News)
* |5 Aspartame Safe far My Child? (Nemours Foundation)
o |Look-Alike Foods: A Salution ar a Pandora's Box? (University of Washjngton PKU Clinic) - FDF
® YWhat |5 the Diet for PEUY {(University of Washington PEL Clinic)

Disease Management
® Howi |z PEU Monitored? (University of Washingtan PlU Clinic)
e MIH Caonsensus Panel Recommends Comprehensive Approach/o LI
Hurman Development)

Related Issues
* Habysitter's Guide to PEU (University of YWashington PEL Clinic) - POF
e |ntroduction to Drug Products Containing Pherrdalaning (Mational PKU MNews
¢ Cuestions and Answers about PRU (Mational PKU MNews)
Fefurn to tog

Tutorials

* What Is Phemyketonuria (KUY (Dolan DNA Learning Center)
Return to tap

Clinical Trials

® ClinicalTrials.gov. Phenylketonurias NIH (Mational Institutes of Health)
REIUfnTDTDQ

Genetics
¢ (Genetics Home Reference: Phenylketonuria N/ (Mational Library of Medicing)
¢ (Genetics Home Reference: Tetrahydrobiopterin deficiency NIH (Mational Library of Medicing)
e Learning about Phenylketonuria (PEU) NIH (Mational Human Genome Research Institute)
Return to top

Journal Articles
References and abstracts from MEDLINE/PubMed {National Library of Medicine)
o Aricle: ACOG Committee Opinion no. 449: Maternal pherylketonuria.
e Aricle: Changing dietary practices in phenylketonuria.
® Aricle: Dietary interventions for phenylketonuria.
o Phenylketonuria -- see mare articles

FESEArCH an Freryikeionlna 1= e
Mational Institute of Child Health and
Hurnan Development

Languages \

o Lrabic (L)
® Spanish (espafal)

Long Care for PEU NIH (Mational Institute of Child Health and




Medical Encyclopedia & Dictionary

> Encyclopedia includes:

o 4,000+ entries on diseases, tests, symptoms,
Injuries and surgeries

o an extensive library of photographs and
lllustrations.

> Medical Dictionary



MedlinePlus

Trusted Health Information for You

Search MedlinePlus

Homcﬂ Health Tobiéy Drugs & Supplements[T e Dictionary| News ) Directories) Other Resources)

Medical Encyclopedia

Osteoarthritis

Osteoarthritis

Hypertrophy and spurring
of bone and erosion of cartilage

#FADAM.

Osteoarthritis is a chronic disease of the joint cartilage and bone, often thought to result from "wear and tear" on a joint, although th
congenital defects, trauma and metabolic disorders. Joints appear larger, are stiff and painful and usually feel worse the more they

Healthy knee joint

Update Date: 7/3/2004

Updated by Jonathan Harding, MD, CPE, Department of Medicine, University of Massachusetts Medical School, Waorcester, MA. Review provided by Ve



STEP 2: Try other top
consumer health websites



Medical Library Association's
Top Ten Most Useful Health Websites

mlanet.org/resources/medspeak/topten.htmi

Cancer.gov

Centers for Disease Control and Prevention
(CDC) A-Z Topics

—amilyDoctor.org

nealthfinder

KidsHealth

Mayo Clinic

MedlinePlus (English | Spanish)




MyHealth Toolkit

nealthlinks:washingten:edu/mynealiia

Healthlinks > MyHealth Toolkit

© Quick Guides

o Living a Healthy Life

» Students and Campus Life

Life Stages

o Children's Health
» Men's Health
» Women's Health
+ Senior Health

Selected Topics

s Cancer
¢ Clinical Trials/Medical

Research
o Djagnostic Tests
s Drug Information

A Need Help Now?

Immediate assistance is available if you need help dealing with a
crisis:

» Crisis Clinic of King County

e MNational Suicide Prevention Lifeline

¢t Starting Places

Looking for health information? Your health care provider is your
best source of information about your personal health. Library
staff are not qualified to give medical advice, however there are
many excellent resources we recommend when researching your
health care questions. Here is a selected list of good starting
places:

« MedlinePlus

*

& print this pags

“ Find More
Information

e Find a Health Library

Consumer health libraries
providing services to local
residents.

e Search for a library in

Washington near you

¢ Search for public libraries

nationwide

¢ Find a Hospital
» PubMed

Free resource to locate current
biomedical research

"".Health Headlines

¢ Northern Exposure
o Smoking May Be in Your

Authoritative information from the Mational Library of Medicing to help
answer your health questions.

» Health Information in
Multiple Languages

» Healthcare Delivery

» Heart Disease and Stroke

¢« Talking to Your Doctor

s MedlinePlus Guide to Healthy Web Surfing Genes
¢ MNoncardiac Chest Pain May

Warrant More Management

o Healthwise® Knowledgebase
Unbiased information to help consumers make decisions about their N
health, Access courtesy of Group Health, AWRSS
« Centers for Disease Control: A-7F Topics Index
» MayoClinic.com
o Merck Manual of Medical Information - Home Edition
o Merriam-Webster Medical Dictionary




Other Authoritative \WWebsites

> Drug and Herbal Sites for Consumers
o MedlinePlus:

Drugs, Supplements and Herbal Information
www.nlm.nih.gov/mediineplus/druginformation.htmi

o Drug Information Portal

> el exts

o Merck Manual of Medical Therapeutics
WWW.merckhomeedition.com

o eMedicine www.emedicine.com



P . M e d l i n e P [ us A service of the U.S. NATIONAL LIBRARY OF MEDICINE

Trusted Health Information for You and the NATIONAL INSTITUTES OF HEALTH

Search MedlinePlus About MedlinePlus | Site Map | FAQs | Contact Us

Home) Health Topics PITER R EL YT Encyclopedia) Dictionary) News | Directories | Other Resources) espanol |

(sap” roe ter'in)

E Printer-friendly E-mail to
version a friend
Contents of this page:
e Why is this medication prescribed? e What side effects can this medication cause?
¢ How should this medicine be used? ¢ \What storage conditions are needed for this medicine?
e Other uses for this medicine ¢ |n case of emergencyl/overdose
e \What special precautions should | follow? e \What other information should | know?
e What special dietary instructions should | follow? e Brand names

¢ What should | do if | forget a dose?

Why is this medication prescribed?  Return to top

Sapropterin is used along with a restricted diet to control blood phenylalanine levels in people who have phenylketonuria (PKU; an inborn
condition in which phenylalanine may build up in the blood and causes decreased intelligence and a decreased ability to focus, remember, and



105 Herbs and Supplements Monographs
In English & Spanish

* Essential oil con
nthone, mentk

arcas registradas | B
ntE i




Eviddlence Return to top

These nses have baan tested in Aumans or animals. Safety and effectivaenses have not always bean proven. Some of these ©
showld be evaluated by a qualified healthcare provider,

Uses based on scientific evidence Grade
Indigestion (non-ulcer dyspepsia)

There is preliminary evidence from a small number of controlled trials that a combination of peppermint oil and

caraway ol may be beneficial for dyspepsia (heartburn) symptoms. However, most studies have been poorly

designed (methodologically weals with small sample sizes, inadequate use of control or placebo groups, unclear
descriptions of blinding and randomization, and lack of use of standardized scales for identifying subjects or B
assessing endpoints). It is not clear which constituentis) may be beneficial. Monetheless, the existing evidence does
suggest efficacy of this combination. It should be noted that heartburn can actually be a side effect of taking oral
peppermint oil, which has been reported by patients in several controlled trials of peppermint oil. Patients with

chronic heartburn should be evaluated by a qualified healthcare provider and may be advised to undergo a

diagnostic endoscopy prior to initiating any treatment for heartburn.

Irritable bowel syndrome (IBS)

Multiple randomized controlled trials of peppermint suggest significant improvements in irritable bowl syndrome (IBS)
symptoms. Although the mechanism of action is not clear, pre-clinical studies suggest smooth muscle relaxing
properties of peppermint [ calcium antagonism may play a role). Enteric-coated peppermint preparations are
generally recommended. Overall, studies have been brief with small sample sizes and methodological weaknesses
(unclear diagnostic criteria, lack of validated measurement scales, unclear blinding and randomization procedures).
Wi'ell-designed large trials are necessary before a strong recommendation can be made. Future studies should use
standardized symptom scales and established diagnostic criteria to classify patients proir to enrollment (such as
Rome |l Diagnostic Criteria), uniform dosing and standardization, and longer duration.

Antispasmodic (gastric spasm)

Dne study reports that peppermint oil solution administered intraluminally can be used as an antispasmodic agent C
with superior efficacy and fewer side effects than hyoscine-MN-butylbromide administered by intramuscular injection
during upper endoscopy.

Tension headache

Application of diluted peppermint oil to the forehead and temples has been tested in people with headache. Studies
have not been well conducted, and it is not clear if this is an effective treatment.



United States

Drug Information Portal ¥ | National Library of Medicine

Quick Access to Quality Drug Information NLM| National Institutes of Health

Mews and Features ML Resources MLK Research
Hezoyree Adience 3

Home » Search Results

@By Mame O By Category

\Search '--“"\' [KUVAN [Go)

DRUG INFORMATION PORTAL

«d Go back to previous page.

Search Results

Drug Mame:  Sapropterin [INM]  [show more names]
Search Term: KIWARN

il summary of drug information (MedlinePlusDrug)
J El Summary of consumer health information {MedlinePlusTopics)
» [i] Manufacturers drug label (DailyMed)
» @ clinical trials (ClinicalTrials.gov)
» il Drug Identification and Image Display (Pillbox beta)

Detailed Summa

» il References from scientific journals (Medline/PubMed)
» [il References from toxicological journals {( TOXLINE)

» i) Biological activities and chemical structures (PubChem)
» [il Toxicological and chemical resources { ChemIDplus)

Additional Resources

¥ il Information from the US Food & Drug Administration (Drugs@FDA)
» [i] Search engine for other government resources (USA.gov)



THE

:EEMNUM Merck Manual of Medical Information
WWW.mercknomeedition.com

Disorders of Amino Acid
Metabolism

Search

Aminag acids are the building hlocks of proteing and have
many functions in the body. Hereditary disorders of
amino acid processing can result from defects eitherin
the hreakdown of amino acids ar inthe body's ahility to
get amino acids into cells. Because these disorders
Dizorders of Amine &cid cause symptoms early in life, newhorns are routinely
Metabolizm ) screened for several common ones. In the United States,
o Phenglketonuria (PELY .
« Sumptoms newhborns are commonly screened for phenylketonuria, Click to Learn Mors
E:zgzzi:i maple syrup urine disease, homocystinuria, tyrosinemia,
4 and a number of ather inherited dizorders, although

In This Topic

Prevention and

Treatrneant Ste. Buy the Book ,
Maple Syrup Urine
Cliseaze
Homocystinuria ) N &% Print This Tapic
Terosinemia ok withowt the abifibs

o normaily break down an amino acid called LA Email This Topic

phenyiaianine, This disorder caulsas phenyiaianineg,

which s bowic b0 the frain, fo Build w in the Blood. Fronuncistions

Hackto Top &

. =1 amniocentesis
e Phenylketonuria is caused by lack of the en@yime

i i 5. chorionicwillus
needed to convert phenylalanine to tyrosine. Gy shenoniewiliuz
c...zampling
* Symptoms include intellectual disability, seizures, T cobalamin

nausea, vomiting, an ecrema-like rash, and a mousy

body odar. (2 ewstinuria
® The diagnosis is hased on a blood test. (2 dialysis

& A strict phenylalanine-restricted diet allows for narmal
grovth and development.

Phenylketonuria (P is a disorder that causes a buildup ofthe amino acid
phemylalanine, which is an essential amino acid that cannot be synthesized in the body
hutizs present in food. Excess phenylalanine is narmally comverted to tyrosine, another
aminao acid, and eliminated from the body. Without the enzyvme that converts it to
trosine, phenylalanine builds up inthe blood and is toxic to the brain, causing
intellectual disahility.

Sympoms

Mewharns with PEL rarely have syvimptoms right away, although sometimes they are
sleepy ar eat poorly. If not treated, affected infants progressively develop intellectual
disahility owar the first few years of life, and it eventually becames severe. Other




eMedicine
emedicine.medscape.com

erl‘IEdiCiHE' Medscape’s Continually Updated Clinical Reference

from WebMD 6,500 Articles | 10,000 Physician Contributors

eMedicine Spedialties » Pediatrics: Genetics and Metabaolic Disease » Metabolic Diseases

Phenylketonuria

Awthor: Georgianne L Arnold, MD, Directar of Inherited Metabalic Dizorders Clinic, Depattment of Pediatrics and Genetics, Aszaciate
Profezsor, University of Rochester School of Medicine and Dentistry
Cantributar Informstion and Disclosures

Updated: Feb 13, 2009

O, Print Thiz L Email This

Introduction roverview

Background Differential Diagnhoses & Workup

Phenylketonuria (PELUY is aninborn error of protein metabolism that Treatment & Medication
results from an impaired ability to metabolize the essential amino Follow-up

acid phenylalanine. Classic phenylketonuria is present when plasma
phenylalanine levels exceed 20 mgfdL (1200 mmal/L) without
treatment. Lesser degrees of elevation of plasma phenylalani References
conzidered in Hyparphenylalaninemia. Elevated phenylalaning
negatively impact developmental function, and individuals with] 1. Yannicell 5, Ryan A, Improvements in behaviour and physical manifestations in previously untreated adults with
classic phenylketonuria almost akways have mental retardatio phenylketonuria using a phenylalanine-restricted diet: a national surey, J intent Metab

unless levels are controlled through distary treatment. In the Dis. 1995:18(2):131-4. [Medline].

States and rmany other countries, phenylketanuria is detected _ _ . . .
newbhorn screening, and treated individuals have normal intellig . Burtan BK, Grange DK, Milanowski A, et al. The respanse of patients with phenylketonuria and elevated serum

phenylalanine to treatment with oral saprapterin ditydrochlonide (BR-tetrahydrobiapterin): a phase ll, multicentra,
Pathophysiology apen-label, screening study. J inherit Metab Dis. Oct 2007, 3008):700-7. [Medline].

Multimedia

Most individuals with phenylketonuria have a deficiency of the . Schindeler 3, Ghosh-Jerath 3, Thompson S, et al. The effects of large neutral amino acid supplements in PKU: an MRS
enzyme phenylalanine hydrownylase. Phenylalanine hydrosyla; and neuropsycholagical study. Mol Genet Metab. May 2007 91(1):48-54. [Medline].
deficiency is inherited in an autosomal recessive manner.
. 3arkissian CN, Gamez A, Wang L, et al. Preclinical evaluation of multiple species of PEGylated recambinant
phenylalanine ammonia lyase for the treatment of phenylketonuria. Frac Mat Acad Sci 5 A Dec
30 2008, 106(52):20894-9. [Wedling]




STEP 3: For more technical health

Information In journal articles,
search PubMed



PubMed
pubmed.govV

> Includes citations to biomedical journal articles
from the 1940’s to date

> Indexes 5,200 biomedical journals
> (5-80% of citations have abstracts
> Updated 5x/week

> Links to full-text articles



Advanced search  Help

Pubmed gm, Search: | PubMed v

LIS, Mational Library of Medicing
M ational Institutes of Health

. Can easlly limit:your.search to:
Limits y Y

Published in the Last. | Any date \

Type of Article

e
A

[ Meta-Analysis =
(] Practice Guidgling
(] Randomized Controlled Trial

Feview

Species

O\

O] Animals

Subsets

Journal Groups

(1

[ Core clinical journals
[ Dental journals

O Nursing journals

AQe groups

Human or:Animalstudies
lfanguage

Review articles

Onlyatems with links:to full text

Languages

|

English
1 French
[ German
] ltalian

[T lanansse

[

I<

[ Male
[] Female

Ages

[ AllInfant: hirth-23 months
O] Al Child: 0-18 years

O] Al Adule 19+ years

O Newharn: birth-1 manth

[ (=



PubMed Results

Saproptering a new therapeutic agent for phenylketonuria.

Hegge KA, Homing KK, Peitz GJ, Hegge k.

Ann Pharmacother. 2009 Sep;43(9):1466-73. Epub 2009 Aug 4. Review.
PrAID: 19654333 [PubMed - indexed for MEDLIMNE]

Helated citations

Efficacy of sapropterin dihydrochloride inincreasing phemyalaning tolerance in children with phenylketonuria: a phase |,
randomized, double-blind, placebo-controlled study.

Trefz FI, Burton B, Longo M, Casanova M, Gruskin DJ, Dorenbaum A, Kakkis ED, Crombez EA, Grange DK, Harmatz P,
Lipson MH, Milanowski A, Randolph LM, Vockley J, Whitley CB, Wolff JA, BEebchuk J, Christ-Schmidt H, Hennermann JE;
Sapropterin Study Group.

J Pediatr. 2009 May;154(3):700-7. Epub 2009 Mar 4.

PMID: 19261295 [PubMed - indexed for MEDLINE]

Eelated citations

Dptimizing the use of sapropterin (EHE in the management of phenylketonuria.
Elau M, Belanger-Quintana A, Demirkol b, Feillet F, Giovannini M, MacDonald A, Trefz FK, van Spronsen FJ.
Mol Genet Metab, 2009 Apr,96(4):158-63. Epub 2009 Feb 8. Review.

FrAID: 19208435 [Pubhed - indexed for MEDLINE]
Belated citations

Safety and efficacy of 22 weeks of treatment with sapropterin dibydrochloride in patients with phenylketonuria.
Lee F, Treacy EF, Crombez E, Wasserstein M, Waber L, Wolff J, Wendel U, Dorenbaum A, Bebchule J, Christ-Schmidt H,
Seashore M, Giovannini M, Burton B, Morris AA Sapropterin Research Group.

A J Med Genet A 2005 Now 15; 14842228519,
FrAID: 1893532221 [Publed - indexed far MEDLINE]




PubMed Abstract

Display Settings: [v) Abstract

J Pediatr. 2009 May,154(5):700-7. Epub 2009 Mar 4.

Efficacy of sapropterin dihydrochloride in increasing phenylalanine tolerance in children with
phenylketonuria: a phase lll, randomized, double-blind, placebo-controlled study.

Trefz FI, Burton BK, Longa N, Casanowa Wi, Gruskin 0, Dorenbaum A, Kakkis ED, Crombez EA, Grange DK, Harmatz P, Linson MH, Milanourski 4,
Randolph LM, Yackley J, Whitley CB, Wolff JA, Bebchuk J, Christ-Schmidt H, Hennermann JB: Sapropterin Study Graup,

¥ Collaharators (16)

Klinik fir Kinder-und Jugendmedizin Reutlingen, Klinikum am Steinenber, Reutlingen, Germany. frefzi@ramedis. de

Abstract

OBJECTIVE: To evaluate the ahility of saprapterin dihydrochloride (pharmaceutical preparation of tetrahydrobiopterin) to increase phenylalaning (Phe) tolerance
while maintaining adequate blood Phe cartrolin 4- to 12-year-old children with phenylketanuria (PKLU). STUDY DESIGN: This international, double-blind,
randamized, placebo-contralled study screened for saprapterin respanse amang 30 enrolled subjects in Part 1. In Part 2, 46 responsive subjects with PEU were
randomized (3:1) to sapropterin, 20 moke/d, or placebo for 10 weeks while continuing on a Phe-restricted diet. Ater 3 weeks, a distary Phe supplement was
added every 2 weeks if Phe control was adequate. RESULTS: The mean (+-50) Phe supplerent tolerated by the sapropterin group had increased significantly
from the pretreatment amount (0 moked) to 209 (+415.4) mokeg/d (P < .001) at the last visit at which subjects had adequate blood Phe contral (<380
ricromaliL), up to week 10. Over the 10-week period, the placebo group tolerated only an additional 2.9 (+-4.0) mofkg/d Phe supplement; the mean difference
from the sapropterin group (+-5E) was 17.7 +- 4.5 mofked (P = 001). No severe or serious related adverse events were observed. CONCLUSIONS:
Saprapterin is effective in increasing Phe tolerance while maintaining blood Phe cardral and has an acceptable safety profile in this population of children with
PiL

PMID: 19261295 [Pubbed - indexed for MEDLINE]

ELSEVIER 77 ARTICLE
et UN o
Checkfarm
Full Text

Related articles
e Santopterin a review of its use in the

treatment of primary hyperphenylal [Drugs. 2009]

b Efficacy of saprapterin dihydrochlaride
(tetrahydrabiopterin, GR-BHA) for r[Lancet. 2007)

b afety and efficacy of 22 weeks of treatment
with sapropterin iy [Am J Wed Genet A 2008]

» The respanse of patients with phenylketonuria
and elevated serum pl[J Inherit Metab Dis. 2007]

v BEIE Saproptering a new therapeutic agent
for phenylketonuria.  [Ann Pharmacother. 2008]

3 oee reviews. | s Seeall..

Al links from this record

b Related Citations
» Compound (Me=SH Keyward)
» Substance (MesH Keyward)




address | €] http:ffhealthiinks washington edu/helpjpubmed. html v| B a0 Links

PubMed at the UW

) Printer-friendly PDF version
http: / /www.ncbi.nlm.nih.gov/entrez fquery.fcgizholding=uw

Tao watch the instructional video clips (see ®vicee below) RealOne plaver is reqguired (download free
player)
Instructional Video

| | N Clips
PubMed provides access to all of ] Wl to the mid-1960's and to additional
life sciences journals., Updated dgffy. ®upee Introduction (1:54)
Basic search (0:40)
Basic Search Techniques ®uoeo Truncation (0:15)
Limits (3:14)
Viewing results (z:28)

. Connecting to fulltext
Search | Fubbied _ for asthma drug therapy (3:44)
Litnit= Previewinde: History: Clipkoatd Details . . .
Printing and saving (1:31)

Tvpe any key word or phrase into the search box as shown above, Ordering articles (2:13)

Use an asterisk (*) to retrieve variations on a word, e.g., bacter® retrieves bacteria, Documenting your search
bacterium, bacteriophage, etc, ®upeo strategy (0:31)

Related Articles (0:50)
s For a Subject Search: Enter one or more words (e.g., asthma drug therapy ) Clipboard (1:42)

in the query box and click on Go. PubMed automatically combines {ANDs) History (2:12)
terms together so that all terms or concepts are present and “translates” vour Single citation matcher
words into MeSH terms. (0:30)

» For an Author Search: Enter the author's name in the format of last name
first followed by initials (e.q., byrnes ca).

. . . , MeSH Browser (3:04)
» For a Journal Search: To retrieve articles from a specific journal use PubMed's Additional Help o238
Turrnale Narahaca ~r Tnala Tirabian Mak-har feastiires Cavailable fremn the lefr p (0:28)

@ ) Internet

Step 1: Enter yvour terms

Clinical gueries (2:4s)



C:/Documents and Settings/Pediatrics/Grand Rounds 2004/relatedarticles.real.smil

Locating Full-text Journal Articles

>
>

_00
REQ

oub

K for “Free Article” link in PubMed
uest an Interlibrary Loan at your local

IC library

> Visit the UW Health Sciences Library
> Use an Open Access Journal Site



Open Access Journal Sites

> BioMed Central O

BioMed Central
bilomedcentral.com

o Independent publishing house providing immediate
free access to peer-reviewed biomedical research

o Includes BMC Nursing

> PubMed Central jiufiereeeny
pubmedcentral.goyv.

o National Library of Medicine's free digital archive of
biomedical and life sciences journal literature


http://www.biomedcentral.com/home/

Do you neea...

> Articles or research studies:
Go to PubMed

> Information written for consumers and
patients:

Start with MedlinePlus



Step 4:
Navigate the Web Beyond Basic Google

> Google google.com
o Largest search engine: over 11.5 billion pages
o Relevance ranking based on link analysis

> Google Advanced Search
www.google.com/advanced_search?hl=en
> Google Scholar scholar.google.com



Google Advanced Search Features

> Flle Format, 1.e. pdf

> Date, I.e. pages updated in last 3 months
> Occurrences, I.e. terms appear In title

> Domain, I.e. .gov, .edu

> Links, I.e. pages that link to the page



Google Advanced Search
Google Advanced Search Advanced Search Tip

pku treatment site;.gov

Find web pages that have...
all these words: pku treatrment
this exact wording or phrase: tip
one or mare of these words: OR OR tip

But don't show page

e Unwianted wiords:

Need more tools?

Results per page: 10 results v

Language: | any language V\

File type: | any format V‘

Search within a site or domain: | .gov

(e 0. youtube.cam, edu)

= Date, usage rights, numric range, and more

(how recent the page is) past year
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Phenylketonuria: MedlinePlus Medical Encyclopedia

har 22, 2010 - PKU is a treatable disease. Treatment involves a diet that is extremely [ow in
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Response to Kuvan® in Subjects With Phenylketonuria (PKU)ina 4 ...
har o, 2070 - Eesponsiveness of subjects with phenylketonuria (PKU) to treatment with
Kuvan® 20 mofkg/day for 28 days [ Time Frame: 28 days | [ Designated as safety ...
clinicaltrials gow/ct2ishowfNCTOT082328 - Cached

Observational Study on the Long Term Safety of Kuvan® Treatment in ...
Moy 18, 2009 - Observational Study on the Long Term Safety of Kuvan® Treatment in FPatients
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[ Show more results from clinicaltrials gov

Minnesota Children with Special Health Needs (MCSHN)
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What we know that could influence future treatment of phenylketonuria
CM Sarkissian, A Gamez, CR Scriver - Journal of inherited metabolic .., 2009 - Springer
summary Phenylketonuria (PKU), a Mendelian auto- somal recessive phenotype [ Ok
2616000, 15 an inborn error of metabolism that can result in impaired postnatal cognitive
development. The phenotypic out- come is multifactorial in origin, based both in nature, ...
Cited by 7 - Related articles - All 3 wersions - Import into Reforks

New approaches to the treatment of phenylketonuria

O Freitas, C lzumi, MG Lara, LJ Greene - Mutrition Reviews, 2009 - interscience wiley com
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Inthis case, although the visual presentation will be degraded, the site should continue to be
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Future treatment strategies in phenylketonuria

Fdwan Spronsen, Gh Enns - Molecular Genetics and Metabolism, 2010 - Elsevier
Phenylketonuria (PKU) was the first inherited metabolic disease inwhich treatment was found
to prevent clinical features of the disorder; dietary management was established almost 60 years

ago. The institution of a low-phenylalanine (Phe) diet in the first few weeks of life was ...
Related articles - Import into Refyorks
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Step 5: Evaluate Health Information
on the Web

Evaluation Strategies

1. Use the Criteria for Evaluating Web
Resources checklist

2. Determine the type of site by analyzing
Website addresses

3. Use guides to evaluating health Information
on the web
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> Does the author have standing in the field?

> Can you easily contact the author for
clarification of information?



What is PKU? 9
- by Dr. Tracy L. Beck, Ph.D. §

Have you ever looked at the label on a diet soda can and seen the warning: 71
personally know of several people who refuse to drink diet soda because the word '"phenylketonurics" sounds too scary!
What does "phenylketonurics' mean? Is it something you can catch from diet soda?

Well, let me take the opportunity to answer these questions. '""Phenylketonurics" is NOT something you can catch from
diet soda! This long, scary-sounding word is included in a warning at the end of the ingredients list on some products, but
it is NOT an ingredient these products. "'Phenylketonurics" is the term used to refer to people that have the metabolic
disorder Phenylketonuria, or PKU for short. So - kind of like how the word "diabetics' refers to people that have
"diabetes", "phenylketonurics" refers to the people that have '"phenylketonuria". I myself, am one of these
phenylketonurics and the warning on diet soda cans is included merely to inform people like me that the product contains
the synthetic chemical ASPARTAME . People that have the disorder PKU cannot consume any product that contains
aspartame, for reasons which I will elaborate on below.

Two additional questions that people often ask when they learn of the true meaning of the warning label on diet soda are -
Do I have PKU? How do I know that I don't have PKU? Well, if you have reached an age where you have the desire to
drink diet soda and you still have the mental capacity to question whether or not you have PKU, the odds are that you
don't have the disorder.

Phenylketonuria is a genetic metabolic disorder that results when the PKU gene is inherited from both parents. When
babies are born in the United States, a heel stick blood test is done to test for vari isorders - PKU is one of the
disorders that is tested for. It is very rare, in the US an average of 1 in 15,000 bg} with the disorder (this
number varies from region to region). If a baby is tested positive for PKU at '::-.-.-..-.E.::'-"'.!- JTION D test is done a few days later.
Out of 500 babies which do test positive for PKU on the first test, on average ¢ “tually have the disorder.

So, what is PKU? What happens to people that have it?

[ want to note that [ am NOT a medical prnfessmnal (my Ph.D.isin Astronomy, not medlcme) and you should never make
l[llpU[ LIl UECISIONS avout your nealln Without uie gulumlu: Ul 4 meuical spuuuusl. nuwuvul il you think You may be
experiencing effects of aspartame poisoning, I recommend an easy test - avoid all aspartame contammg products for 1
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Adis by Goagie PKL ar phenylketonuria is @ condition that affects about 1 in 15,000 peaple. Those with PKU lack the enzyme
Newborn Defects phenylalanine hydroxylase, which allows the body to turn ingested phenylalaning into the amino acid tyrosine.

Tyrosine helps the body synthesize proteins, and where it is not present, the results can be quite devastating.
If wour child has birth defects know yowr legal nghts-Free

conslt  wew ChernicalBithDelects.com Ads by Googie
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Forums, Help, Support, Information SHS International PKU Community  waw shs-nutntion. com
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1 Tip for a Flat Belly :

EKU Formula Cut clown 3 105 Belly Fat every week just by vsing this T Weird Old Tip.
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www. medicalfood. com

Active Enzyme Clinic
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Mewborns are routingly checked for PRU, because if they have the condition, which is inherited recessively,
they must be on a special dist which is very low in phenylalanine. Phenylalanine unfortunately occurs in most
proteins, like egas, nuts, meat, and breast or dairy milk. Phenylalanine is also present in most infant formulas.
If the child with PKU eats these foods, he or she will develap ireversible mental retardation, hence the
randatary testing.

Coumadin Testing at Home
Finally, a safe, easy Cowmadin test taken at home - fewer
office wisits  www.phinr com

The testing for PKU is faidy simple, though a bit hard to watch for new moms. The neshorn's heel is pricked,
then a small amount of blood is sgueezed out and sent to a lab for analysis. The lab results usually come bacl
within & few davs, since following dietary restrictions are vital for the newbarn, and the child ar adult with PRL.

Cne will notice that many products clearly state whether ar nat they contain phenylalanines. You can see such labels on sodas, as well as on packaged nuts and cheese in
rost cases. As well as avoiding protein rich foods, maost starch-laden foods like potatoes and pasta have to be avoided as well, so the diet is limited. To give the body the
necessary protein it needs, protein formulas have been specifically developed far those with PKL g0 they can grow and develop normally.

When women with PKU become pragnant, the presence of PKU in the fetal environment is linked to bith defects of varied types. It is particulary impaortant that pregnant wornen
with PKL seek the advice of a high-risk abstetrician. WMost imparant is a strict adherence to a PlL diet during the pregnancy to prevent birth defects in the fetus.

aince the diet of the person affected by PKU is restrictive, there are many companies that now manufacture PKU faods that are very low in or campletely absent of
phenylal g ; i i am substitutes, and various soups or spaghetti sauces, as well as low protein breads and pastas, can help the
person ost of such food can be expensive, particularly for the more fancy substitutions.

Witten by Tricia Ellis-Christensen
lang and healthy life. His or her food choices may be limited, but generally PkL will cause no other symptoms or

T T =)

Ads by Google  Eneray Diet  Maternal Pk PlU Test PEU Children
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About wiseGEEK
Who is behind wiseGEEK? It's one of the most common questions we receive. e are d

editors dedicated to providing clear and concise answers to common questions. Currentl{; e are over 100 deuve
contributors; you can read some of their profiles below.

Tricia has been part of fhaasiss Cteam.sines 2006 and in that time she’s contributed more than
2,500 articles to the site om Sonoma State University, her passion in life is
reading, reading, and th OTe Teadny, and one 15 extraordinarily grumpy when she runs out of books.
Writing, as the natural extension of readlng, has served Tricia well as a wiseGEEK contributor. She's been
able to explore more of her interests, researching topics including medicine, art, film, history, politics,
ethics, and religion. Tricia remains fascinated by the connectivity between different areas of thought and
knowledge, and hopes her work helps to create bridges of understanding between reader, writer and
topic. Tricia lives in Northern California with her beloved husband of over 15 years and her two sons, and is
continuing work on her first novel. Some of her articles include: What is Fundamentalism?, Who are Beren and Luthien?, and
Why is a Rabbit's Foot Considered Lucky?

"wiseGEEK gives me an opportunity to view the world from so many different perspectives and explore such diverse avenues
of thought. | love finding the answers to our readers' questions and find it wonderful to have a job that allows me to
constantly learn new things!"




Ohildeexs PKU Network @
What is PKU?

no author

no date

Phenylketonnria (PKU) is a genetic inborn error of metabolism that is detectable during the first days of life with appropriate blood
testing (newborn screening). The absence or deficiency of an enzyme that is responsible for processing the essential amino acid
phenylalanine characterizes PKU. With normal enzymatic activity, phenylalanine is converted to another amino acid (fyrosine), which is
then utilized by the body. However, when the phenylalanine hydroxylase enzyme is absent or deficient, phenylalanine abnormally
accummnlates in the blood and is toxic to brain fissue.

Withont treatment, most infants with PKU develop mental retardation. Those with untreated PKU may also develop additional nenrologic
symptoms.

To prevent mental retardation, treatment consists of a carefully controlled, phe-restricted diet begun during the first days or weeks of
life. Most experts suggest that a phe-restricted diet shonld be lifelong. A carefully maintained diet can prevent mental retardation as well
as nenrological, belunioral and dermatological problems. It is generally believed that keeping blood phenylalanine levels in the range of
2-6mg/dl is the safest, especially in infancy and early childhood. Frequent blood monitoring should be done to aclieve this goal.

PKU is inherited as an antosomal recessive trait. In other words, two people who conceive a child must both be carriers of the gene in
order for there to be a chance that their infant will have PKU. When both carriers conceive a child, there is a one in _four or 25% chance
Jor each pregnancy that the baby will have PKU. It is estimated that PKU occurs in one in 15,000 newborns in the United States. The
incidence varies in other parts of the world.
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PKU MANAGEMENT ‘ FOR HEALTH CARE PROVIDERS ‘ RECIPES ‘ ABOUT PKU ‘ UW PKU CLINIC ‘ NEWS & EVENTS ‘

WHO WE ARE

WHO WE ARE
WHAT WE OFFER

The Cristing M. Trahms Program for Phenylketonuria at the University of Washington is made
GLINIC SCHEDULE ) . . ) )

up of & team of experienced health care professionals. Together, this team provides services to
CURRICULUM people with PKLU and their families in the state of Washingtan.

HOW TO FIND US The prograrn is prirmarily funded by the Washington State Mewborn Screening Prograr. The
State Genetics Prograr provides families with subsidized formula (paid for by their medical
insurance). The programs are closely coordinated to ensure follow-up and appropriate
rnanagement of individuals with PRU.

FPKU Clinic Staff

. Ronald Scott, WD, Clinic Director

Anne Leavitt, MD, Clinic Co-Direcar

Cristine Trahms, M3, RD, Prograrm Director
Janie Heffernan, Ms, RO, Mutritionist

Beth Ogata, M5, RD, Nutritionist

Janet Garretson, M5YY, Social Waorker

Stefanie Uhrich, MSc, CGC, Genetic Counselor
Yicki Frasher, Patient Care Coordinator

Steve Sulzbacher, PhD, Consulting Psychologist
Anne Hay, PhD, Psychologist
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' i Phenylketonuria (PKU) Facts
aihc1998.tripod.com/pku.html no author?

Fhenyllketonuria (PKLU) is a genetic disorder that causes the amino acid phenylalanine to build up inthe blood. This results in severe and irreversible
mental retardation, especially in infants, If not treated early.

There is little information available o the incidence of PKU. Inthe United States, research reports; nNo d ate
e Pl occurs in 1 out of every 13 500 to 19,000 births.
* A higher incidence inwhites and Native Americans, NO source for refe rences
o A lower incidence in blacks, Hispanics, and Asians.

Cause and Incidence

In PKLU, the child lacks or has wery low levels of the enzyme phenylalaning hydroxylase (FAH). PAH s necessary to convert phenylalanine into another
aming acid, tyrosine. If phenylalaning is not converted it builds up in the bloodstream and disturbs the metabolism, resulting in mental retardation.
Fhenylalanine is a component of protein, sowhen protein is consumed, pherylalanine builds up in those people with Pl

At birth, babies with PKL have no signs or symptoms of the disorder because the mother's body filters out phenylalanine for her unborn baby before birth.
Symptoms appear after the babyy starts consuming protein (from either breast mill or formula), and the resulting phenylalanine builds up in his or her
systerm, usually by a few months of age. f Pk s not treated, it usually causes progressively severe mental retardation and other problems affecting the
nervous system. The baby will not be able to regain the lost mental ability.

Pl is an autosomal recessive disease. This means that to have the disease, a person must inherit a gene from both parents. If a person inherits the
gene from only one parent, he or she is a carrier. This means that the person carries the gene for PKU, but does not have the disease.

Treatment

Inthe United States, babies are routinely tested for PKL shortly after birth so that early diagnosis and treatment are possible and so that injury to the
baby's brain is usually prevented. Treatment for P consists of a special diet containing reduced amounts of protein (which contains pherylalaning).

I wou think your new baty has symptoms of phenylketonuria, tallk with your health professional about whether the baby was tested adequately. Early |
diagnosis and treatment for PKL can prevent mental retardation. See the Exams and Tests section of this topic for more information on testing.

Sourca: Healthwize, Inc.
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What Does it Mean when Your Baby Has PKU? REnEs WIites N BT SpATe (Me for

Published August 02, 2006 fy: wehsites, and parenting
renee magazines. She enjoys reading
Miew Profile | Follow | Add and writing adicles on education,
music, sports, fishing, swiming,
hiealthcare, parenting, and
childcare. With a background in
education, she focuses most of
hier afticles on children, and
various teaching methods.

b Faworites

Fhenylketonuria is a metabolic disarder, where the individual is unable to metabolize a protein that is known as
phenylalanine. The buildup of the phenylalanine within the blood stream can actually interfere with the
_ o _ development of the brain and cause serious retardation
iy to the baby. Although this disorder is not very commaon

you are probably wandering what causes it and who is
susceptible to this type of disorder? In order for your baby
to be born with PKL both parents must carry the

recessive gene. If both parents do carry the trait, than

yaur baby will have a one in five chance of being born with
FPELU. In arder far the doctor to be able to determine if

your baby has PRU they will need to perform a blood test
within the first few days of hirth.

Soothe sensitive skin & If your baby is diagnosed with PKU the doctar will put
with every touch

H.l. Breck,
and reat. This diet will usually have tofl g, n ey | The aricle on PkU by rene has several very serious inaccuracies and misleading information and

earlier that the treatment begins the be - wrong facts. Please take it off yourwebsite and restite it with the true facts about P, This
diagnosis the more dificult it will be to 8 pivactor disorder is treated for life not just "3 or 9years” as stated. The risk of PEU is one in four not"1 in 5"
that you follow all of the doctor's directl iy aat a5 your article stated. The parents of "one child without PKU" do not need ta have genetic testing!
need tin order to advance in life normal§ 13042007 Did you mean "one child with PKU"? Itis a dissenvice to families looking on the internet to be given
such a poorly researched and written article about a metabolic disorder. It is very damaging and
dangerous to propagate wrong infarmation.

=ome parents are not aware that they
already had one child and they have na
yourself and your husband tested. Remember even It you both carry the recessive gene I does not mean tha
all of your children will get PKLL It is also important to keep in mind that if your baby is diagnosed with this
disorder it does not mean that they will have problemns for the rest of their life. What happens to then as a result
of this disarder is really of to you and the doctars. Ta learn moare abaut this disorder you can speak to your
doctor and find out if you need to be concerned about PRI
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Fish Qil and Fish Qil Benefits

Fish Oil: Countering the Bad Effects of PKU
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i i no author
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Loss of ability to break down an
amino acid called phenylalanine is
called PKU. It is a rare condition which
results when both parents pass down
this disease through their genes. The
baby acquires phenylketonuria or PKU
through autosomal recessive trait.
The babies with PKU are deficient in the enzyme, phenylalanine hydroxylase,

which is vital for breaking down phenylalanine. If not broken down, this
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Phenylketonuria

Inherited metabolic disorder
From Mary Kugler, .M., former About.com Guide Undated! March 29, 2009

Ahout.com Health's Disease and Condition content is reviewed by our Medical Review Board

See More About: newborn screening metabolic disorders genetic testing

Phenvlketonuria ( fen-ul-keetone-YlU-ree-ah, or FKIUU) is an inherited
metabolic disorder, In PKU, the body cannot completely break
down the protein phenylalanine because a necessary enzyme,
phenvlalanine hydroxylase, is deficient, Because of this,
phenylalanine builds up in the body's cells and causes nervous

system and brain damage. | Apout.confMedical Review Board

All bout.com oo e e O containing health claims is reviewed by a team of board certified physicians and certified
o health professionals from Ieadmg |nst|tut|0ns The Medical Review Board was formed in October 2006 and all content created from that date
P‘hemylket@nuﬂa =] treatable forward has been closely reviewed for medical accuracy and consistency with source material, Meet the experts.

by a simple blood test. In the _ Kate Grossman. MD
newhborn babies be tested fion " Medical Director

A board-certified internal medicine physician, Dr. Kate Grossman joined About.com in September 2006 as Medical Director,

Hlﬂgdom, '::EIT-IEN:IE.l .ﬂ'.L,IStra“a.l I I8 . . She oversees Ahout.com's medical review board, comprised of physicians from prominent medical institutions who review
4 3 content for medical accuracy. In addition, she serves as the in-house medical consultant for the shaping of About.com

. L Health and its properties.
Sponsored Links 12  RA\  Read full bio >
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Phenylketonuria (PKU)

What is phenylketonuria (PKU)?

= s Phenylketonuria (pronounced fee-nill-key-toe-NURR-ee-uh) or PKU is an
Clinical research & inherited disorder of metabolism that can cause intellectual and developmental
clinical trials disabilities (IDDs) if not treated. In PKU, the body can't process a portion of the

Ith ed E protein called phenylalanine (Phe), which is in almost all foods. If the Phe level
M gets too high, the brain can become damaged.

E—‘-J—tll-i-‘-:atl“)————'ls-g-‘ All babies born in U.S. hospitals are now routinely tested for PKU soon after
materials birth, making it easier to diagnose and treat them early.

»

What are the symptoms of PKU?

Children with untreated PKU may appear normal at birth. By age three to six
months, they begin to lose interest in their surroundings. By age one year, they
are developmentally delayed and their skin has less pigmentation than someone
without the condition. If Phe is not restricted in the diet, those with PKU develop
severe IDDs.

What are the treatments for PKU?
The most effective treatment for PKU is a special diet of foods that help control
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PKU Support Information

Related Links Traveling With PKU

I

Before you consider trying the new PKU drug, Kuvan, please click here for
important new information.

Recent Website Updates - January 2010
©2000-2007, National PKU News. All rights reserved.
E-mail comments or questions to Virginia Schuett: schuett@pkunews.org



ABOUT National PKU News

What is the National PKU News Organization?

By Virginia Schuett, MS, RD, Director and Editor
6869 Woodlawn Ave. NE #116

Seattle, WA 98115-5469

Tel: 206-525-8140

Fax: 206-525-5023

Email: schuett@pkunews.org

Professional and Personal Tidbits

National PKU News is a non-profit organization located in Seattle, Washington. It is dedicated to providing
up-to-cate, accurate news and information to families and professionals dealing with phenylketonuria. | started
the organization in the Spring of 1989, after 16 years as nutritionist for a large PKU clinic in Madison,
Wisconsin. The organization relies on generous donations from subscribers to continue thriving (all donations
are tax-deductible for US residents).

National PKU News now has over 2000 subscribers who receive the organization's newsletter. Most
1bscribers are from the but an increasing humber are frony other countries (35 countries are now
MNational PKU News has an excellent Board of Directors:




What is PKU?

BY Virginia E. Schuett, MS, RD, Rirector, National PKU News

PKU (phenylketonuria), mn its “classic” form, 15 a rare, inherited metabolic disease that results i mental retardation and other neurological
problems when treatment 15 not started within the furst few weeks of life. When treatment 1s begun early and well-mamntained, affected cluldren can
expect normal development and a normal life span. (Not all elevations of blood phenylalanine require treatment; any child with a level less than 6
mg/dl does not need to be on a special diet and 15 not risk for mental retardation. ) Until recently, the only treatment was a very strict diet that Iumits
the amino actd, phenylalanine. Now, however, there 1s a drug called Kuvan that can help in some cases.

The Enzyme Deficiency

The disease arises from the absence of a single enzyme called phenylalanine hydroxylase. This enzyme normally converts the essential amino acid,
phenylalanine, to another amino acid, tyrosine. Failure of the conversion to take place results m a buildup of phenylalanine. Through a mechanism
that 15 not well understood, the excess phenylalanine 1s toxic to the central nervous system and causes the severe problems normally associated
with PKU. Not every chuld has the same degree of enzyme deficiency and thus the treatment for each child has to be mdividualized. The nature of
the treatment for an mdividual child must be deternined by an experienced PKU treatment program.

Genetics

PKU 15 carried through an "autosomal recessive” gene. This means that two people who conceive a chuld must both be "silent carriers” of the gene

Last update: February 2008
MNational PKL MNews: wiana pkunews org
E-mail: schuett@nkunaws. org
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Guides for Evaluating Health
Information

> Criteria for Evaluating Web Resources
healthlinks.washington.edu/nowto/navigating/criteria.pdf

> MedlinePlus Guide to Healthy Web Surfing

wWww.nlm.nih.gev/medlineplus/nealthywebsuriing.htmi

> A User's Guide to Finding and Evaluating Health
Information on the Web

WWW.mlanet.org/resources/userguide.ntmi
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LEARH BLOGS ALBUMS NOTES EVENTS GROUPS CLINIC FINDER HEALTHCARE PROFESSIOMALS

TEEMS INTRODUCTION k

AOULTS INTRODUCTION 4
About PKU.com

PELLcom iz yvour online resource for all things PELL Here you can learn
about PELL find out aboot new research, and discover ways to manage
PEL, including diet, medication and other resources,

EATING WELL WITH FEL > You can also he part ofthe PELUIniverse, a safe and private anline
community where wou can get ideas, share yvour thoudhts, ask questions
¥ TosLs » ) and make friends:
« Zustomize vour own PEL home page
. + Join chat, blogs, and other programs
Sign up . . .
* Lploadyour thoughts, ideas, recipes, and videos
Join the PEUniverze today! Be part of « And much more.

the PEU online community, where
wou can get ideas, share your
thought=, azk questions, and make
friends. Registration iz free and fast.

It's free ancl easy. You can unsubscribe at any time.
Find out more now.

Jain the PEUniverse todayl

FRIWVACY POLICY TERMS AND CONDITIONS SITE MAF CONTACT US

* @ 2010 Biokarin Pharmaceutical Inc. All Rights Reserved.
E'; OMAHI N Proud Supporter of the PEU Community.
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PKU.com Privacy Policy

BioMarin maintains the persanal informatiaon that you voluntarily submit in an electronic database. BioMarin may use this
information as a means ta cantact you to abtain additional infarmatian, imprave this site, or provide you with information that
you have requested or additional information which BioMann believes may be of interest to you. BioMarnin may use this
information within the company for performing marketing studies and analyses for internal use. Futhermore, BioMarin may
share aggregated, non-persanally identifiable sta -al and other information about users ’[|| third parties for any purpose
including commercial purposes, but in such Il not identify you or any other specific individual. Except as othenwise
set forth in the Term of Lise of the website or t sacy Motice, Biakarin will not d your personal information to
third parties without your consent. Howewver, in the event th:ﬂ disclosure of your infarmation by Bioharin is required by law,

BioMarin may disclose such information without obtaining your consent.

Any personally identifiable data collected on this Website may be used and communicated by BioMarin, or by a third party
individual ar campany acting on behalf of Biaks gl g, communications (such as e-mailing and other mailingzs
and other purposes consistent with this Privacy Motice. For example, Bioharin and its : gents and contractars may

> 3 pages long and small print

> Personal ID may be used by BioMarin or
3" party for processing, communication
(such as emalil and other mailings). ..



MedicineNet Privacy Policy

MedicineNet.com
Privacy Policy

>Does not disclose Pl to 3™
parties without consent

>Will disclose aggregate info

»Emails, chats, message
boards, etc. not private

>|f follow links, check PP

»Can Opt-out of emails and
newsletters

FART 11:




LSU HSC Website Privacy Policy

Privacy Policy: The LSUHSC Web sites Privacy Policy
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About this site

Who we are
* Accreditations and awards
+ Editor's blog

They work on a daily basis with web content producers and editors to
+ pMeet our medical editars _sure that all content is accurate, clear and relevant, Specialty

+ DU mission

Or policies
+ Advertising and spoansarship policy

* Corrections policy

+ Guidelines for sites linking to Mayoq
* Privacy policy
+ Product developrment policy

+ Reprints and permissions

Terms and conditions of use policy

By Mayo Clinic staff

The senior medical editors are experienced Mayo Clinic clinicians and
educatars wha have broad knowledge of many areas of medicine,
occupational health, and disease management and health promotion,

Paedical editors are leaders in their areas of health care, They work
with our editorial staff to bring yvou timely, relevant and accurate
information and tools,

Iledical editar-in-chisf

Y Roger W, Harms, M.D. S(‘Ott (__1. LitiIl. P?_[.D.

By Mayeo Clinic staft

Senior medical editors
Editar in chief of "Mayao Clinic Farmily Health
Boolk," Third Edition, Dr, Scott Litin is a
practicing general internist at Mavyo Clinig,
Rochester, and a professor at Mayo Clinic
College of Medicine,

! kenneth G, Berge, M.D.
! Philip T. Hagen, M.D.

s
Y Sheldon G, Sheps, M0,

Founding medical editor
! Brooks =, Edwards, M.D,

& distinguished practitioner, lecturer and
teacher, Dr. Litin has served in numerous
|eadership positions at Mayo Clinic and
nationally, He's a recipient of many awards,
including the prestigious Henry =, Plummer
Scott . Litin, M.D. Distinguished Physician Award and the

Distinguished Clinician &ward from Mavyo

Climic, The American College of Physicians
Specialty medical editors has recognized him as a Master of the Callege.

Allergy

] D, Litin has authored numerous medical journal articles and serves in
* James T. LI, M.D.

editorial capacities for several Mayo Clinic publications. He's actively
invaolved in continuing education programs for practicing physicians
and is frequently an invited speaker at medical gatherings,




- return o home |

@ MayoClinic.com

Home

Enter search term here

» Fhernylketonuria (FRILD

» Diseases and Condibons

> Basics

April 26, 2010

Diseases and
Conditions

» Treatments and drugs

Symptoms

Phenylketonuria (PKU)

Basics In-Depth

Crefimiticon
Svmphoms
Causes

Risk factors

Freparing for wour
appointment

Tests and diagnosis
Complications
Treatments and drugs

Lifestyle and home
remedies

Coping and support

Prevertionm

rultirmedia

Authorit

Fasourcas

Print Share Feprints

Treatments and drugs

By Mavo Clinic staft

The mairf phenvllketon
intake of phenvlalaning
Doctors used to belie
in adolescence, but to
life.

A zafe amount of pher
determine a safe amo
charts and blood lewvel
monitor PRI lewvels as
growth spurts and pre
the amount of phenwvls

body processes, but Al ot 2n, 2009 CU rren Cy

- References
1.

Accuracy

Bodamer 0A, Overview of phenylketonuria, httpe /e uptodate. com/hame findes.html,
Arcessed Aug, 18, 2009,

Phenylketonuria, Genetics Home Reference. hitp: ffghr.nlm.nib.goy
Jrondition=phenyketonuria, Accessed Aug, 27, 2009,

P (Phernylketonurial, March of Dimes. htip: Aeeew, marchofdimes, comfprofessionals
/14332_1219.asp. Accessed Aug, 24, 2009,

Longo Micola, Inherited disorders of amino acid metabolism in adults, In: Fauci AS, et al.
Harrison's Principles of Internal Medicine, 17th ed. Mew York, M.Y.: McGraw Hill Medical;
2008, hifp: ffweww accessmedicine com/content. aspr?alD=2882866. Accessed Aug. 27,
2009,

Amina acid and organic acid metabolism disorders, The Merck Manuals: The Merck
Maral for Healthcare Professionals, http: /s merck.comy/mmpeforint/sec19/ch296
fohz96c.html, Accessed Aug, 27, 2009,

D=00514

Which foods to avoid

Because the amount of ohernwvlalanine adults can satel

Coverage

at = =0 oy (it

5uppl



www.medschool.l,uhsc.edu/gen ztics_center/louisiana/article PKU.htm

» Public Service of the Center for Acadiana Geneti.. 2nd Hereditar- : ealth Care

Kel
About the
Photos

=

Frinter
Friendly

ontact Informatior®
Or. Mike Marble
Sl Dept. of Pedi

200 Henry Clay Ave.
Mew Orleans, La 70118
Tel: 504- 896- 9254

enetrer and Lowsriana Famslier

Genetic Diseases » Glossary
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» Genetics and Histg
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Phenylketonuria and Other Metabolic Diseases: Clinical, Genetic and Newhorn Screening Aspects

Dr. Michael Marble:

What is PKU*

FhenylketonLna (P40 e @ gengtic condition asso s ated with abnormally high levels of phenylalaning in the body. Elevated phenylalanine leads to
increased levels of phenylketones in the blood which are excreted in the uring, thus the name phenylketonuria. In order to understand PKU. itis
necessary to understand some basic concepts of metabolism, which is the process by which compaounds from our diet are chemically changed and
used by our body to carry out the basic functions of life.

Metabolic processes occur along multiple steps called pathways. Each stepin
the pathway is catalyzed by a specific enzyme. Enzymes are special proteins
which act as catalysts to induce chemical changes in other substances in our
body. These enzymes are manufactured by our bodies in response to
instructions contained in our genes.

Fhenylalanine is one of the amino acids, which are important nutrients that we

get from our diets. Amino acids are used by the body to make protein which is

essential for most physiological processes. Amino acids also serve as

rrectveqrs to be converted by enzymes into other important compaunds for the
1d other organs.

tabolic pathway we are dealing with in PKU is the comversion of
laning into another amino acid, tyrosine. The importance of this

¢ 15 that it remowes excess phenylalanine and it enables the production
ient tyrosine. Tyrosine is important for the production of

ansmitters that function in the brain. The enzyme phenylalanine

lase (PAH) is responsible for enabling the phenylalanine to tyrosine

First, Second and Third grades; Frisco School, Lions, LA; St
E- mail: mmarbl1@lsuhsc.edu son o take place. John the Baptist Parish; School was abolished in 1930's




Dr. Michael Marble is a clinical and metabolic geneticist and a
faculty member of the Louisiana State University Health Sciences
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Hospital Metabolic Laboratory and is chairperson of the newborn
screening sub- committes.
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