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! Coje to;; I

 Follingova nemoc

 vrozena (dedicha) metabolicka porucha premeny
fyenlalaninu na tyrosin

 porucha jaterniho multienzymoveho
(fenylalninhydroxylaza) — enzmym zcela chybi
nebo ma velmi nizkou aktivitu

- 1:10 000, 1:6000, 1:9000



/- Fenyiaia%
QEHE—TH—EDDH

NH,

NH,

|
Hn—@cuz— CH
|

COOH



! Klasifi kac%e

1. Klasicka PKU - deficit aktivity enzymu

2. Variantni PKU
« tranzientni (pomijiva, prechodna) -

« perzistujici — redukovana funkcni kapacita
2 -35% normy

3. Maligni PKU - 3% vSech pfipadu

4. Maternalni PKU



dité se rodi bez priznaku

mentalni retardace

ekzemy vyrazky

bleda plet, svetlé vlasy, modre ocCi



; Jak to lze Z%j .

* novorozenecky screening
« 120 - 240umol/l

« 180 - 480 ymol/l — bezpecCné rozmezi
* 1480 ymol/l — PKU

« 1900 480 pmol/l




! Le! ci gga

* individualni dieta — kazdému diteti je stanovena
energeticka potreba, davka bilkovin a Phe

podili se prumeérné 5 % na slozeni proteinu v
potravinach:

- hovézi maso — 3,9 %

- vejce — 5,6 %

- mlécny kasein — 5,4 %
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Vitaprotam, Sinfemix, Lofenalac



— Dékuji za pozot
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PHENYLKETONURIA (PKU) - Inherited Error

[h Metabolism

Toxic levels of Phenylalanine (common protein]
amino acid) due to inability of body to convert,

Babies Are Tested...

ormula Fed
Both/ ﬁ

Breast Fed
30

A minimumm of 24 hrs

Can Cause...

- Mental Retardation
- Convulsions

- Behavior Froblems

- Skin Rash after beginning milk.
- Musty Body Odor Petect ln
7-10 days to

catch earlier

s ezt Q N false negatives.
¢ Dairy Products

e Dry Beans ®#*
e Nuts @@
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* Cereals, Fruits & Vegetables in Moderation x




