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= General nutrition guidelines

= |ndividual symptom management

= Transitioning from tube to oral intake
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1. Provide enoughrmacro and micro nutrients
te ensure proper growth and development

Vitamin and minerals should be provided at
the greatest intakes suggested for each age
group

* Vake sureiojsupplementessential fatty acidsi




= 2. Prevent fasting/catabolism

— Allow'infants to fast no longer than 4-6 hours;
older children and adults no longer than 8 hours

— It ill, recommend Pedialyte, GatorAde; fruit
juices

— If . unable to take anything orally, hospital
~ admission.for.l\V.dextrose.
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3. Correct the primary imbalance in the
metabolic pathway.

e Restrict, through diet, the accumulation of the

substrate that Is toxic
o Supply products of the blocked pathway

LussSupplement cofactors and ‘conditionally
- essentialinutnients -
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4. Manage individual' symptoms

e fallure to thrive
» swallowing difficulties
 oral aversions

— 3] disturbancesyvomitingpdiarrhea;
S constipation)
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~ = Measure weight, height,

headrcircumierence (as
oftenras weekly weights In

iInfancy)

Provide disease specific

diet, formula, and
supplement
recommendations

. Blood levelsiois
-—electrolytes nutrition
Indices, essential fats




= 10 y/o male with
VLECAD

ldentified by NBS and
started on treatment at

6 days of life

Breast fed first week of
life, poor suck-reflex
and reflux

"LSpentweeksin NICU
with IVs and NG tube




~ long chain fats) and Polycose )
“Ereguent-admissions requiring IV dextrose
and NG feeds during first few year of life

= By 14 months of age, Scooby only. tolerating

small amount of high calorie fermula, by
bottle; very small volume of baby foods. He
 diiepped 2 percentiles on grewihrchartfiorsss
Seight Noettaking any solid foods:.
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= \Weight in young = Weight for height that
infants or height in falls below the 10th
children under 2 that %Ile on growth curve

consistently falls below = \weight deceleration
the 3rd %lle for age across 2 or more

= Failure to maintain an major %lles

westablished growth = \Weight lossioi=>1.0%in;

SIS apreviously healthy
- child




- _Coilghing and'choking during feeding
ncreased congestion

ncreased fussiness during feeding

—requent or persistent respiratory:ilinesses
Persistent low grade fever
S \Wet vocal Lgualitysduning oisaiter feeding

S Failure to progress to the next
developmental level of feeding
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Infants
"“Eormula -1ncrease caloric density of formula

= Strained foods - choose high calorie foods, fortify
with infant cereal, Polycose, Benecal, Duocal & ol

Toddlers
= |[ncrease caloric density:

 — Milk: dry:milk,or instant breakfastis
.~ Juices: €alorie supplement
— Entrees/vegetables: add gravies, sauces, margarine

— Snacks: add cream cheese, peanut butter
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= Recommend pureed table
Joeds ever-baby foods If
age appropriate
Recommend using a
blender or food processor

for anything the family is
eating
Add extra high calorie
- fortifiers
= POUI pUreelnioNCENCIlIE
o trays and freeze, most ice
cubes are 30 mL
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= Focus on highly preferredifoods

= Every calorie counts

= Fortify foods to add extra calories
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= Choose higlifcaleriefoodieptions, ook at brands =
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_ (SeningSize!  SatFally 5% TotalCarb.33g 11%

——_____ ]

B Cotaner (1700) “TrnsFally  Foercly 0% 8

Nutrition Amount/Serving 0V Amount/Senving %0V
Facts TotalFat15g 2% Potassium220mg 6%

+ Calories 170
Fat Cal, 15 Cholest10mg 3%  Sugars29g
“Percert Doy Vaes  SOCIUM 4% Prolain

A% Ll
e Vitamin A 2% - Viamin C 8% - Calaum 20 - ron 0%

Nutrition ZZxmtSening oy __AmomSenmo ov
Facts TotalFat0g 0% Potassium240mg 7%

Serving Size 1 Sat Fat Og ®c Total Carb. 12g 4%
Container (170g)  Trans Fat Og Dietary FberOg 0%
Calories80  Cholest5mg 2%  Sugars7g

FatCal. 5 Sodium 90mg 4% _Protein 6g
“Percent Values

OV e bdans”  ViaminAB% - ViaminC 2%
200cadedet.  Calum20% +  Iron0%  » Vitamin D 20%

- INGREDIENTS: CULTURED PASTEURIZED GRADE A NONFAT MILK, CHERRIES, FOOD STARCH-MODIFIED,
CONTAINS LESS THAN 2% OF WHEY PROTEIN, GELATIN, NATURAL FLAVOR, ASPARTAME AND
ACESULFAME POTASSIUM (SWEETENERS), TRICALCIUM PHOSPHATE, RED 40, BLUE 1, VITAMIN A
PALMITATE, VITAMIN D3.

CONTAINS ACTIVE YOGURT CULTURES INCLUDING L. ACIDOPHILUS & BIFIDUS. KEEP REFRIGERATED.
BREYERS LIGHT: 80 CALORIES, Og FAT, 7g SUGARS. PHENYLKETONURICS:
LEADING 6 OZ LOWFAT YOGURT: 170 2gFAT,27gSUGARS.  CONTAINS PHENYLALANINE
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= [\/— provides dextrese (sugar), hydration
and electrolytes

= TPN — provides nutrition when Glitract can
not be used (most fat mixtures are not
appropriate for FAODS)
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ENTUbes: Oral-gastric, Naso-gastric, Naso-
jejunal, Gastric, and Gastro-jejunal (GJ)
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=" [Decrease stress In child and family

= Continue to feed for pleasure, If safe
= Better route of nutrition during crisis

=_Provide an.excellent source of nutrition
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"N Eanruse for medications, supplements, and
formulas




Figure 61: Gastrostomy Tube and PEG

a. Positioning of
gastrostomy tube or
PEG in abdomen

b. Detail of percutaneous
endoscopic gastrostomy
(PEG)

disconnect
pump

feeding source
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= Continuous

= Bolus

= Night time
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RUN 0N a pump at a set rate for up to 24
hours per day

ProsS:

— Often times most easily tolerated
— Will prevent fasting catabolism

= Cons:

Doesinot.allevw.iennormal llnger/satiety cycle™

Advidual must be connected te tubing 24 hours
per day
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= RUn on a pump but ever night only, may be
anywhere from 8-12 hours

= Pros:

— Allows for time disconnected from tubing during
the day

— Often times well tolerated

= Eliminates night-time catabelism

i

=Cons:
— Does not allow for normal hunger/satiety cycle
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= Set volume is givenrover a short period of time,
may be given via syringe push, gravity or run on
pump at high rate

= Pros:

— Allows for normal hunger satiety cycle
— Allows for time disconnected from tubing
— Can subtract amount consumed orally
- = Cons:
S \aynot e tolerated by some individuals
— Must be given frequently enough to prevent catabolism
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jeeds,advancesto
continuous feeds at
night only with day-
time bolus feeds

= Shorter stays in
hospital

cooby starts growing




= Feeding therapist:
» Modify utensils (smaller spoons, cut- out
cups, larger/smaller nipple holes)

» Chew/swallow techniques (chin; tuek,
towling, proper feeding pesitioning)

e _Determine appropriate consistency for foods

~ and liquids, . =

sPRedlice oral' aversions through:play and
behavior modification




= Age 6, Scooby enters
school and makes
friends

= Takes interest In

eating foods

= \/oices desire to have
e removed. . ..

*\\hatdeesi SO0y
need to do??
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= Must consistently'consume 60 mL (2 ounces) of
'S0lids per-day.

= Family Is educated on fortifying foods to 1 calorie
per mL

= Adjust tube-feedings to allow for time ofif prior to
oral feedings

= _lfypessible, adjust to all daytime bolus feedings
and cut dewnenhight feedingsys

e

=SEamily or'care takers record all intakes




= Tube feedings are decreased as oral intake
ncreases

= May require frequent visits with clinic for nutrient
Intake assessment, body weight, and blood work

monitoring

= May recommend appetite stimulant, such as
Periactin, if agreeable with MD

R

s Recommendituberemoyval aftegiwer beuts of -

NllnesswithieutiSe and' consistent weight gain and
growth




\Volume is more of a goal than variety

Boost oral calories by fortifying foods

= Focus on preferred foods
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S EASier textures often go more guickly




= Focus on set meal times rather than grazing

= \Work towards a set, daily meal schedule that is
consistent

= _Utilize preferred foods at all meals
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sNREemember, a calorie is a calorie
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“Infants

= _FEonmula - iIncrease caloric density ofi formula

= Strained foeds - choose high calorie foods, fortify with
Infant cereal, Polycose, Benecal, Duocal, essential fatty
acid supplements & MCT oll

Toddlers

* |ncrease caloric density:

— _Add flavoring to formula (strawberry syrup, KoolAde, Sunny D)

— Eruits and Juices: Calorie supplementiand/o) sugar, maplesyiup;
nen dainy/ WhipEs s _—

i Entrees/vefgetables: add olls, sauces

— Snacks: add jelly to crackers, low fat whip to pudding, sugar to
cereal
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= Breakfast: 72 cup oatmeal, 4 ounces whole
milk, 4 eunces fruit juice, ¥2 banana

= |_.unch: 2 slices bread, 2 slices turkey, 1 slice

cheese, 4 ounces salad/dressing, 1 apple, 8
ounces water

W= Binner: 4 ounces chicken, %2 cup.rice,z.cup;
. green heansy8rounceswater




= Add coconut oil'and sugar to oatmeal, add
dry pewdered milk to skim milk, add Duocal
to fruit juices

= Add In between meal and before bed snacks
of yogurts, puddings, sugared fruit purees

= Substituterjuices for water

" EiRedieumiFecemmercial calorie boosters are
ok for diet Can add an extra: 850 kcals




= Coconut and Palm oll, Wheat germ
natura”y hlgh In MCT Map|e Syrup or honey

“T‘edi“”.‘ Chels Powdered milk
triglyceride)***

s#4sedlonly in long chain
fatty. acidiexidation
disorders




Polycose — liguid or
dowdader
Duocal

MCT Procal

MCT oll
=_Beneprotein

S Benefiner
STHICK it







