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Hepidnyn

H oawvviketovovpio (PKU) elvar n mo ovyvr dwropoyn petafolicpod tov
apvoEémv, amotehel KANPOVOUIKO vOoTmHa Kot BaciKO XopoKTNPLOTIKO TG elval 1 evOOyeEVNg
advvapio petafolopod Tov aptvoceéog eavoiaiavivn mpog tvposivn. H éykapn didyvoon
arotelel amapaitmtn mpodmodbeon dote va amopevyBodv emmAokés dnwe Papid VONTIKN
OTEPNON, OMACULOL, OlTOPUYEG CULUTEPIPOPAS LE OTOLKEID AVTIGHOV, YOPOKTNPLOTIKO
deppotikd EkCepal Kol Amoyp®UATICUOS TOV OEPLOTOC, TOV LOAADY KoL TOV LOTUDV.

YKOTOG TG GLYKEKPUYEVNG TTUYLOKNG EPYACIG Elval 1| TOPOVGINOT TV SALTPOPIKDV
ooNyudV mov avaeépoviar oty oebvn Piprloypaeio kot pmopodv vo AmOTEAEGOLV £val
YPNOO €PYOAEID Yl YLOTPOVS, VOONAEVTES, JATPOPOAGYOLC-OloutoAdyovs kot yoveic. H
OLVICTONEVT Olouta €ivol TEPLOPIGUEVT] GE QOVOAOANVIVI] KOl TOPEXEL CUUTANPOUATIKT
XopNynomn, MEC® OKEVACUAT®V, TLPOGIVIG, TPOTEIVAV, Prrapvayv, PeTdAAOV Kot
yvootoyeimv. Kuplog ypnoyomoodviar tpdeipua «yopnio» o€ @owvvloioaviviy kot m
npocAapPavopevn mocotnTo KaBopiletar couemva e T1g aviykeg Tov Kabe acbevoie, v
NAKia ko 10 Bapog cOUATOC.

[Iptv v eykvpoovvn elval onUOvTIKOG O TPOYEVVNTIKOG EAEYYOG (DGTE VO VIAPYEL M
KOATAAANAY TTpoyevvnTiKY] @povtido Otov avtd kpiveton amapoaitnro. Emmiéov, xotd v
SLApPKELNL TNG EYKLUOGHVNG Kol TOV ONAACHOD YPNOUYLOTOIOVVTOL CUUTANPOUATO AUIVOEEDV
pe mpocHnkm Prraptvedv, HETAAA®V Kol (Voo ToLyEi®mV. ZNUoVTIKO ototyeio elval n yvdon tov
YOVE@WV OCOV aPOPA TNV EKTOIOELON TOV TAW®V om0 TNV TAdKN NAKio MG Kol TV
evnlikioon toug. Emumhéov, ot yoveig Oa mpémel va emduOKOVY TNV EKTAIOELOT TOV TOLIIDV
pe dpaoctnpomteg mov o ta fondncovv va avamTvEOoLV TIC ATOPAITNTEG YVAOOCELS KOt

OeE10TNTEG TOV YPELALOVTOL Y10, TOV EMLTLYN YEPIOUO TG dlonTog Tovg Kotd TV eviAikn Con.




Summary

Phenylketonuria (PKU) is the most common disorder of metabolism of amino acids,
an inherited disease, and is a key feature of the endogenous potential for metabolism of the
amino acid phenylalanine to the amino acid tyrosine. Early diagnosis is essential to avoid
complications such as severe mental retardation, seizures, and behavioural disorders with
evidence of autism, characteristic skin eczema and skin, hair and eyes discoloration.

The purpose of this diploma thesis is to present the dietary guidelines suggested in the
literature, which can serve as a useful tool for doctors, nurses, nutritionists, dieticians and
parents. The recommended diet is low in phenylalanine and provides supplemental through
amino acid preparations, tyrosine, vitamins, minerals and trace elements. Mainly they are
used food 'low' in phenylalanine, while intake is determined by the needs of each patient, age
and body weight.

Before pregnancy, the prenatal diagnosis is significant, to allow for the proper
prenatal care when necessary. Moreover, during pregnancy and lactation supplements of
amino acids with added vitamins, minerals and trace elements are utilized. An important
element is the knowledge of parents regarding the education of children from infancy through
adulthood. In addition, parents should seek to educate children with activities that will help
them develop the necessary knowledge and skills needed for the successful handling of their

‘low’ phenylalanine diet during adulthood.




Ewayoyn:

H  ooawviketovovpia  (PKU)  amotehel  voonuo ¢ opddag  ToV
VIEPPOLVVACAOVIVOLLLAY, Ol OTTOIES Elval KANPOVOUIKA VOGTIHOTA LE KOWO YOPOKTINPIOTIKO
mv evdoyevn aduvapio UETAPOMGHOD TOL apvo&eos @atvoAloAoviv TPog Tupocivi.
KAnpovopobvtar pe  ovT00OUOTIKO  LDTOAEWMOUEVO  YOPOKTPO (Ol  OVTOCMOUIKES
VIOAEMONEVEG 0G0EvVELEC EKONADVOVTOL OTO OO 7TOL €YOLV KANPOVOUNCEL amd £val
mofoloykd yovidlo omd KABe yovid), €rovv TN HEYOALTEPN OLYVOTNTO OmO OAEC TIg
dwtapayes Tov  PETAPOMOHOV TV opvocémv, oAAd TapOAo avTd Kol TNV KAAVTEPT

mpoyveon. (@. Iatapiag 1998 & P. Karlson 1993).

Unnaffected L.I|'| affectad
"Zarrier" "Carrier"
Father Mother

Unaffected Lnaffected "“Zarrier" affe cted
1in 4 chance 21In 4 chance 1 In & chance

Emdnpioroykd, n péon cvuyvomta g PKU ot Aevkn vy etvan mepinov 1:10.000.
Ymv EALGda moapatnpodvtan 8,9/100.000 yevvioelg (1974-2000) ot omoieg apopovsav tnv
Kiaoowkr PKU kot 9,0/100.000 vrep-pavororaviv-opies. (Ivotitovto Yyeiag tov IToudod

2001)
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X  @aiwvvuiketovovpian mopotnpeiton UETPIO. ®G KOl UEYAAN OvVETAPKEW NG
vopoluAdong G @avvAaiavivng. YTdpyouv KATOEG VTOKATNYOPieS MOV SloKpivovTal

avroya ™G eVEUUIKNG dpaCTIKOTNTAG:

1. Kloowkn oowvviketovovpio:

i.  Eloappid goarvvlketovovpia: Tipég poavoraiaviving aipatog ektog olattog 11-
15 mg/dl.
iil. Métpug Papdtrog @atvoiketovoupia: THES @OVLACAOVIVIG aipaTog eKTOG

dtontag 16-20 mg/dl.




iii. Bopsio @avviketovovpio: THES Qatvoialovivng aipatog ektdg dlontag >20

mg/dl.

2. Atunn 1 kaonOnec eowvviketovoupiot:

i. Avembpkein g OpaocTiKOTNTAG TOL  eviDUOVL  PedOLKTACT NG
devopomtepdivng (DHPR).

ii. Advvauio g ocvvBeong g teTpatidpofromtepivng (BHs). (Trahms 2000 &

Francis DEM 2000).
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Av m vOcog dev avtipetomoTel dueco mpokaAel Popid vontiky kabvotépnon,
OTOGHOVS, O0TAPOYEG CLUTEPIPOPAS HE OTOXEID OUTIGHOV, YOPOKTNPLOTIKO OEPUOTIKO
éxlepo Kol OmOYPOUOTIGUO TOL OEPUATOS, TMOV HOAM®V Kol Tov patiov. Ta veoyvd
YEVVIOOVTOL QUGLOAOYIKE, V1Tl O HETABOMGHOG TG UNTEPOS TO TPOGTATEVEL OO TIG VYNAES
OLYKEVIPAOOELS (QOVVAOAOVIVIG KoTtd Tnv evdopntplo (on kot ocuvnbmg mapapévouv
(QOLVOUEVIKA OGVUTTOUATIKA Yio. LEYAAO XpOVIKO dtdotnua. Movadikn Bepameio Yo avtodg
Tovg acbeveig etvar n dlaito eTyn o eovvrlodavivy, 1 onoio TPEmel va EEKIVIAGEL OGO TO
duvatdV o GHVIOUE LETE TN YEVVNON TOV TS0V KOl OTMGONTOTE PHEGO GTO TPMTO TPIUNVO
¢ Long Tov TPoKeWEVOD va, amo@evyBodv un avaotpéyiues eykepalkés Prapeg. (Karlson

1993, McPhee 2000 & TTatapyidg 1998).

O1 Baokég apyés e dloutag PKU:

1. H mpdoinym g @arvuorahoviving Kot KOTG GUVETEWD TNG TPOTEIVNG HECH TNG
TPOPNG LELDVETOL OTO EMIMESD OVOYTG TOV ALGHEVOVG.

2. H dpapotikd petopévn mpocAnyn TPOTEIVIG OVOATANPOVETOL L€ CKELAGHLOTO
uynoatog L-apvo&émv mov givar ehevbepo oe @oarvolorovivn kot cuviBmg
EVIGYLUEVA LE TVPOGTVT).

3. Xopnyovvran Prropive, pétaiia kot tyvoototyeio cuvnlmg pécw tov piypatog
ALVOEEMV 1 KO ELOIKMV GUUTATPOUATOV.

4. Ot Oepudikéc ovhykeg KOADTTOVTIOL PE KOWE TPOPLUO KOl TPOQULO EOIKTG

STpoPnG oL givol TOAD PTOYA 1 EAeOBepa GE TpwTETIVEG.

11



5. H xdAvym tov avayk®dv Tov acfevoig yio TotkiAla Kot OyKo Tpoeng yivetot pe
ToL TOAD TWYA 1 eAeVBepa Ge TpwTEIVES Kowd Kot €dkd Tpogua. (Kleinman

1998, Francis DEM 2000, Lifshitz 2000, Shaw 2001, Vilaseca 2010).

[Tpéner va onpewmbel 6tL 01 GLVIGTOUEVES TOCOHTNTEG GE KATOL0 LOKPOOPETTIKA Kol
LKPOOPENTIKA  S1aTpoPIKd oTotyelo dapépovv amd avtés TV vyuwv &gottiog g
WutepdTTOGg TG Attovpyiog Tov petafolopod kot tov €idovg g Slowtag. H péonm
ocuvnng avoyn o pavvAiaiavivn tov PKU acBevav avépyetar og 200-500 mg v nuépa, 1
nepinov 4-10 g npwteiveg/ 24mpo. Emrpénoviar tpdeipa 6Tmg Aoyovikd, epovTa, ToTATEG,
pOLL, KOAOUTOKL, OPIGUEVO dNUNTPLOKA, «KaBopoD» VOATAVOpOKES, PPECKO YAAL KO KPELLO
o€ UIKPEG TOGOTNTEG, VA OeV EMTPEMOVTAL KPEAG, KOTOTOVAO, Whplo, OAAUVTIKE, TLPld,
yovpTL, Oompia, Enpoti kapmoi, Lupapikd, youi OAov Tov v kot actaptaun. (Kleinman

1998, Francis DEM 2000, Lifshitz 2000, Shaw 2001, Vilaseca 2010).
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1° KE®AAAIO:

DPYXIOAOI'IA THY PAINYAKETONOYPIAY (PKU)

1.1. HoO0o@vGL0A0YIN TS OOIVOAKETOVOVPLOC

H mpwroyeviic uetafolixn datapayn ot eovoiketovovpio (PKU) eivor 1 éAdenyn
0V eviOoV VOPOELAGON NG GotvLAaAAvVivG, 1 omoio 0&eWmVEL T UVVAOAVIVY) TPOG
TVPoGivn. O TPOTOG KANPOVOUIKOTNTOG EIVOL AVTOCOUOTIKOG VITOAEMOUEVOS, LE GLUYVOTNHTO
enpdaviong g voocov 1 mpog 10.000. Arotédeopa g eviupukng BAAPNG ivor n avénon g
OLYKEVIPMOONG TNG PAVLACAAVIVNG oto TAdGua, (oplokr T mepimov 1 mol/l) mov
CUVETAYETOL TNV YPNOLUOTOINGT TOPATAELP®V OPOU®V Yo TNV OomoKodOunons me. O
omoVOAOTEPOG OO  OVTOVS E€lvol M Tpavoouivwoy GE  PaIVOAOTVPOGTOPLAIKO OV
amoPailetor og avENpéves mocdTNTEG Le Ta 0Vpa. EmumAéov o eAattopévog oynUaticog g
TVPOGIVIG TBAVMOG 00N YEL KO GTNV EAATTMOY TNG TOPAYMYNG KATEYOLAUIVOV Kol LEAVIVIG.

(Karlson 1993 & IMatapyidg 1998).

OH
|
CHy —CH

4 |
TAY , o O COo0 ~
/CH2 .-(:_‘;H /CH2 *‘"(IIEH W Phe-lactate
O =g

CO5 /
Phe Phe-pyruvate

Phenyl acetate
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[T ovykekpuéva, ot PUOIOAOYIKES PETAPOAKEG 0001 TG AeVBEPN G PavLANAOVIVIG
nepLopUPdvouy TV EVOOUAT®OOY TG 6€ TPOTEIVES 1 TV LOPoELMmon ¢ amd TV
VIPOEVAGOT TN PAVLACAAVIVIG TPOG GYNUOTIGHO TVposivig (oynpa 1). Eredn n tupocivn,
aALAG Oyt M eavvAaAdavivr, uropet va petafolotel Tpog povpaptkd kot aketo&ikd o&v, M
VIPOELAILON TG PavVAadaviving pumopel va Bewpnbel og Evag TPOTOC Tapay®YNG TVPOGIVIG
OAAG KOl G €vag UNYOVIoUOG TOPAY®YNG EVEPYELNG HECH YAVKOVEOYEVEONG OE TEPTOO0G
coPapng érrewyng mpoteivng. 'Etol, gpunvevetatl ywati otov dvBpomo m vdpo&vidon g

eowvoiarovivng evroniletat kupimg oto map. (McPhee 2000 & Karlson 1993).

Errfquo 1. Merofioiak £g 0boi 1115 Qoovui. o, avivg

Vp oduiéon e Tup o gis > II::"IE;'LEI.'I.-’i‘;ILL-’T] ’
ip LUk b et g \ BIERIALULYEG
F o oo K sto o et
T TROPLY \
¥ T oo Eve am)
[Ipotsivo cuvbea

Iy McPhee 2000

[Mpémer vo  emonpdvoope 611 QLowAoywd Ogv  ocvpPaivel amoapivoon g
QOWVOAOAOVIVIIG TPOG  (POIVUA-TUPOCTAPLAIKO 0&EL, Topd HUOVO o€ TEPIMT®ON TOL 1)
OLYKEVTIPMOOT NG otnv kvkhoeopia vrepPel ta 1,2 mmol/l. Qotdco, n maboyéveln TV
JTOPAYDV  TOV KEVIPIKOD VEVPIKOD GULOTHHOTOS OTN  QOVLAKETOVOLpio  oyetileton
TEPLOCOTEPO UE TNV 1010 TN QotvvAalovivn apd pe toug petaforiteg tg. Extdg amd v
dpeon emidpaocn TOV ALENUEVOV ETTEI®V POVOAOANVIVIIG OTNV TOPAY®YN EVEPYELNS, OTNV
TPOTEIVOGUVOEST], KOl OTNV OHOOOTACT T®V VELPOSWPPOCTOV TOL  OVOTTUGGOUEVOL

eyKePAlov, M @owvviodoavivy pmopel emiong vo ovooTeilel TN UHETOPOPE OVLIETEPMV
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apvoEEémV  HEGM TOVL  OLUOTO-EYKEQOAKOD (OPOYUOV, HE OMOTEAECUN [0 EMIAEKTIKY
aveEMApKELD OUVOEE®MV 6TO gyKePoAovmTIaio vYpd. Emopévag, paivetor 6Tt o1 vevporhoyikég
eEKOMADOEL NG  Qowvviketovovpiog eivor emaxdAovBo HOG YEVIKNG €MOpOONS GTO
HeTaBoMo O TOV KEVIPIKOV vevpikoy cuothiuatoc. (McPhee 2000 & Karlson 1993)

H naBogucioroyia tov eklépatog mov mapatnpeitor oy un avipetomiopevn M
OTNV OTEADS AVTIHETOMILOUEVT] ParvLAKETOVOLPIa, Ogv ivar TApwg Katavonti. To avotytd
YPOUA TOV dEPUATOG Elval TOAVOV ATOTELEGO TG OVOGTOATIKNG ETIOPAONG TNG TEPICTELNG
QOWVVAGAOVIVIIG OTNV TOPOy®YN VIOTAKIVOVNG omd To. pelovivokvuttopa (1 Topaymyn
vromokivovng givai 1 avtidopaon mov kabopilel to puOUd Tapaywyng e peravivng). Iepinov
10 90% TV VEoyVOV pHE VIEPPAUIVLACAOVIVOLUIO OV  €vTOMi{ovTOl €YOLV  TLTIKN
(QOVUAKETOVOLPID TOV TPOKOAEITAL AOY® STOPAYNG TNG VOPOELALOTG TG PALVLANAAVIVIG.
Ao To VTOAOUTA VEOYVA, TA TEPICTOTEPO. £XOVV KOAONON LVIEpPaVLACAAVIVALpia, KOTE TNV
omoio T eMimedA PAVLACAAVIVIG 0T0 TAGGHO Kupaivovtor peta&y 0.1-Immol/l. Qotdoo,
nepimov 10 1% TV VEOYVAOV HE EUUEVOLCE VTEPPOULVOAOAQVIVOLLIOL £XOVV SOTAPAYES TOV
petafolopod g terpadpofromtepivinig (BHy), mov elvar  évag  otoyglopeTpikdg

cvpmapdyovtag otnv avtiopaomn tng voposvAiinong (oynua 2). (McPhee 2000 & Karlson

1993)
] Ho COoH o CO0H
Ty /\]/CODHTWDsinas:e T T /\l/
| — | W N
Fo N HO . & ‘
Tyrosine Diopa Dopaguitone

MELANINE
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Exrfue 2. dvuovoh.onk 6 Ko moB ok oy o¢ perofioiuopnog T gouvok oh ovivng
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IInyM: McPhee 2000

H tetpavopofrontepivn (BH4) elvan cvpmapdyovtag g vopoEuAadong eatvoialavivig, g
TVPOGIVIG KOl TNG TPLTTOPAVNG. LVVETMG, olatapayss otn Proovvleon 1 tov petafolopd
¢ BH4 £yovv cov amotéheso TV avendpKeLD KOl TOV TPLOV oVTIOPAGE®Y VOPOELAIOOTG.
H pun vopolurimon g gatvoraiavivig €xel QAIVOTUTIKES GUVETEIEC TOV OPEIAOVTOL GTNV
4Bpoton VIOGTP®UATOG, EVA avtiBeTa 1 Un VOPOELAMMOT NG TVPOGIVNG N TNG TPVTTOPAVNG
EXEL PAVOTUTIIKEC GUVETELEG TTOL OPEIAOVTOL OTNV AVETAPKELD TEMKOV TPOIOVTOG,.

Emedn, n BHy ypnowedel og cvpmapdyovtag oty vopouiimon g Tuposivig kot
™G TPLITOPAVNG, SoTaPaXEG TOV HETAPOAICUOD TG TPOKAAODV Oyl LOVO QotvuAKeETOVOLPiaL
OALG  OVETAPKEWDL TOV KOTEYOAUUIVEPYIKMOV KOlL GEPOTOVIVEPYIKAOV VELPOVTOS0YEMV.
Amotélecpa givar 1 eLEAVIOT GOPaPNG VELPOAOYIKNG SloTapoynG KATA TV TOOIKT NAtKia
OV EKONAMVETAL pe VTOTOViR, adpdveln Kol LTOSTPoPn TG avantvéng. Ta veoyvd e

dwtapayés petafoiicpov g BHs avtpetonilovron pe dtontntikd neploptopd oAAd Kot pe

yopnynon svunAnpopdtov BHs kot 5-udpoéutpuntoedvnc. (McPhee 2000 & Karlson 1993)
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1.2. Etgpoyévero kot KAviKN E1KOva TN DovolKETOVOUPLUC

Olo ta modd pe ovénuévo eminedo @orvoraraviving oto aipo dgv maoyovv amd
eowvvuiketovovpia. Ymhpyet o opddo Todidv Tov Tapovstdlovy po KaAonon Katdotaon
OV OVOUALETOL VEP-QPAIVVAUAAVIV-0Lpio. Kot To. omoio dgv €yovv avdykn BOepoameiog,
ePOGOV dgv dlatpEyovy Kivouvo va gpeavicovv dtavontikn kabvotépnon. ([atapyidg 1998).
Avdroya pe 10 €id00og TOoL €VIOUOL TOL AEITOLPYEL OVETMOPKMG KOl TNV VLTOAEUTOUEVN

JPUGTNPLOTNTO TOL O VIEPPOLVLANAVIVOLUIES UTOPOVYV VO Kot yoptomomBodv o¢ e&ng:

1. AmM] TOPOOIKY] VAEPPOIVOACACVIVOLRIQ:  TEPLYEVVETIKY]  OVOPILOTNTO  TNG

VIPOELAGOTG TG PovVAOAAVivIG oV amokabioTdtal povn e, cuvnbog péca otov

Tp®OTO puMva Long.

2.  An\ emipovn vrep@arvoraiavivarpio: pikpr avendpkelo 1ov evOOHOL VIPOEVAGOT

™G eovvAarovivng. Tiég parvorlaiavivng aipotog extdg dtontag 4-10 mg/dl.

3. Klooown gavorkeTovovpia: pETpLo £0C LEYAAN avemapKewn TG VOPOELAGONG NG

QavvoAadovivng. Avddoya pe tnv evCOUIKT 0pactnpldTnTo d1okpivovTol ol LopQES:

i. Eloagpio parvoiketovovpia.: Tipég eatvoiaravivng aipoatog ektog ototag 11-
15 mg/dl.
il. Métpiog Papdtnroc porvoixetovovpio: Tiuég earvoialovivng aipatog €KTOC
otourag 16-20 mg/dl.
ili. Bapeia parvoikerovovpio: Tiwég pavoraravivng aipatog extdg dlortag >20

mg/dl.
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4. Atvunn 1 Koko10ng parvorikeTovovpia:
i Avemdpkel G OpaoTIKOTNTAG  TOL  ev{OHOL  PEdOVKTAOT  TNG
devodpontepdivng (DHPR).
iii. Advvauio g ovvBeong g teTpaddpoProntepivng (BHy). (Trahms 2000 &

Francis DEM 2000)

[Mpéner va onuewbel 60tL 11 CcLYVOTNTO EUPAVIONG LTEPPUIVOAGAOVIVOLUIDY OVEL
katnyopia dweépel otov EAnvikd modwd minboopd (mivaxog 1), evd 1 KAOGGIKY
eowvviketovoupia givar n o cvyvy. (Ivotitovto Yyeiag tov TTaudiov 2001) Xtnv KAaGGIKY
QowvvAkeTtovoupia.  mapotnpeital  peiwon G OpacTKOTNTAG TG LOPOELAAONS NG
eowvoiarovivng kotd 15-85%. H vrodemdpevn Asrtovpytkdmra tov evidpov eoivetot ott
ouvdéetan Gueco pe to €idog ™ petdAhaéng ko KoBopilel TV nMupepPNolo avoyn TOv
OPYOAVIGHOV GE GOLVLACANVIVY] KOOMG Kot To enimeda QotvoAaiavivng aipatog oe elebBepn

dtanta. (Ogier de Baulny 2007).

IMivakag 1. ZoxvotnTo EpQaviceng VITEPPUIVOLAALAVIVOLULAV

Oleg 1:10.000 yevvnoelg

An emipovn vaepearvvioiavivarpia | 1:22.000 yevvnoelg

Klaoowkn garvorketovovpia 1:17.000 yevvioelc
Avendpkero BHy 1:2.500.000 yevvnoelg
Avendpkero DHPR 1:2.500.000 yevvnoelg

IInyn: Ivetitovto Yyeiog Tov Ilawdrov, 2001
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H vo6c0g g poavvrketovovpiog Tpémet va ovTIETOMILETE GUeESH, OAMMG UTopEl va
nmpokAnOel Papid vontikn kaBvotépnon, OaTopayE CUUTEPIPOPAS e oTolXElD aVTIoUOD,
OTAGLO1L, YOPOKTINPIOTIKO OEPUOTIKO EKCELO KO OTOYPMUATIGUO TOV OEPUOTOS, TOV HOAALDY
KOl TOV HOTIOV. XTNV TEPITTMOY TOV VEOYVAOV 1 OlTopa)n TNG (QOIVLUAKETOVOLPING
TOPAUEVEL POLVOUEVIKG OGVUTTOUATIKY Y10 LEYOAO YPOVIKO OAoTNUA YTl 0 peTaBoAMouog
™G UNTEPAG TO TPOCTUTEVEL OO TIC LYNAEG GLYKEVIPMOELS QOIVOAOAAVIVIIG KATO TNV
evoopntpa Lon tovg. (mivaxog 2) Movadikn tovg Oepameio, dote va amo@evyBovv un
avaoTPEYILES eyKepalkég PAAPeg, etvan n dlota ety o owvvraravivy. Oesiietal va
TOVIOTEL M QUEST YOPNYNON TNG GCLYKEKPWEVNG OloiTag HETA Tn YEVVNOTN TOUG Kol
OMMOOINTOTE EVTOG TOV TPMOTOL TPYNVvoL ¢ {ong tovs. (Karlson 1993, McPhee 2000 &

[Motapyidg 1998, Ogier de Baulny 2007).

IMivakoeg 2. Xvvénereg g avEnpévng npocinync PHE o¢ acOeveic pe PKU

Erineda @arvororavivng aipatog > K.¢

Enineda tupocivng aipatog < K.¢. (€KTOG 0V GLUVLTAPYEL EVIGYVUEVT YOPTYNOT|)
‘Exntoon g vontikhg Aettovpyiog avdioyn pe v avénon TV emmEdwmv
QowvoAalovivng

[Towkilec vevporoyikég dratapayEs

AVTIOTIKT] CUUTEPIPOPE

Yroacpot

Agppotikod éxlepa

AN N NN

AToYpOUATIGUOG OEPLOTOG KO LOAMDY

IInyn: Ogier de Baulny 2007
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Ta puoloroykd emineda eorvviaiavivng aipatog sivor 2-3 mg/dl (120-180 pmol/l)
VO amodektd Opla acpareiog Bewpovvrar to emimeda 3,3-6,6 mg/dl (200-400 pumol/l).
Avektég Tipég earvvrlaravivng aipatog Bempodviar éog 6,6 mg/dl katd ™ Owdpkeln ™G

odtkn g nhkiog, 10-15 mg/dl omv gpnPeia kor <20 mg/dl petd v evnlkioon. (Ogier de

Baulny 2007).
mutated gene ==
ll_.,-" ."'. .-'ﬁH
\ I-"'« L H\‘w
‘I'\"r_____ll_'-./ R“x\{{_ =
I|I IlI fm— - | —
-_— 4 enzyme with '

y .
! - 1 ) A &
[ Ls]
& B deficient function 1SS m
-\-"'--\._-". I'_ . |'I T--_ '| u'D £

. L __--'_-- e ]
phenylalanineg
accumulates

cells in abnormal chemical environment

Ta kOTTOPA TAGYKOVY AOY® TNG GLGCOPEVONG TNG PAVVAAAOVIVIG
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2° KEQAAAIO:

AIATNQZH KAI ©EPATIEIA THE ®AINYAKETONOYPIAZ (PKU)

21. Aidyvwon tng PaivulkeTovoupiag

Yrapyovv dtdpopeg péBodot yia t didyveoon e earvvuiketovovpiag. O ITpoyevvntikog
ENEYXOG KOl 1 €DPECT TOV HEADV HIOG OIKOYEVELNG TOL (PEPOLY TO UETOAAAYUEVO YOVIOL0
(PAH) ™c¢ PKU mpaypatororovvror pe teot DNA. Zta veoyévvnra, o €Aeyyoc yiveton eviog
TOV TPOTOV NUEP®Y {oNS (eKTdC TOL TPMTOL 24MPOV), OOV AapPAvovTal KATOEG GTOYOVES
aipotoc amd Vv wTEPva TOL PPEEOVG. XN CLUVEXEWL EAEYYETOL TO TOGOGTO TNG
QOVLAOAOVIVIIG KOl G€ TTEPITTMON TTOV OEV €IVaL PLGIOAOYIKO, TPOYLATOTOIOVVTOL KOl AAAES

eEetdoelg yuo ) oamiotwon g PKU. (ITatapyidg 1998, Smith 1991).

21



M GAAN péBodog eivar to Guthrie teot, katd T0 omoio yiveton KaAMépyela Tov Bacillus
subtilis oe Qyop kol otn ocvvéyxewn mpootifeton aipo. Av To aipo €xel vYNAN TocOHTNTA
eowvvraraviving mapatnpeitoar avantuén tov Paktnpiov. [lpocoyn mpémel vo divetal otnv
omapén ovTifloTiKOv o610 oipo S10TL pmopel vo HOG OONYNOEL GE WELOMS OPVNTIKA
amoteAéopata. Xuykprtik@ pe to Guthrie teot, ot opotoAroywkéc eEetdoelg eivar mo
aEOMOTEG, TTO EVKOAESG Kat 0V emnpedlovion amd v vmapén avtifrotikav. Télog e€etdoelg
YL TNV €VPECT QOUVLA-TTUPOCTAPUVAIKOD O0EEWG OTOL OVPOL YPNOUYLOTOOVVTIOL Yol TNV
emPePaioon g acbévelog kabmg Katl yoo TV mapakorovdnon g Oepaneiag pe ) dlorta
mg eawvviaravivng. Ilpéner vo tovieBel 6Tt to Medical Research Council cuvictd n
duryvoon kot 1 Oepaneio va Eexva péoa otig mpoteg 20 nuépeg g Long. (Matapyiag 1998,

Medical Research Council 1993, Smith 1991).

Guthrie test

2.2. Ogponcio TNC DOIVOAKETOVOVPLOC

Yxomog g Bepameiog etvar 1 amwoTpony] VLEPPBOAIKNG CLGGMOPEVGNG POVVAVAAVIVIG
oto aipa. H yopnynon g vopo&uAdong g eawvviaravivng Ba amotelodoe pia pébodo

Bepaneiog yio Tovg acBeveic pe @arvvikeTovovpia, dAAd avtd dev eivor gpiktd. Mia
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evoAloKTIK] péBodog Oepameiog eivor m eleyyOpevn Yopiynon @ovviloiovivig pe 1

dtTpoon, N omoia Tpotabnke and tov Bickel, vo xpovo PeETA TNV avakdAvym TG acBEvelag.

Yg Tepint@on Tov 1 JTPOPT apyicel apydTepa amd TO SIUCTNHO TOV TPLOV UNVOV
etvar eldyioteg ot mBavoTTEG 0 0acBevig VO OMOKTAGEL QUGIOAOYIKY] vonuoovvny. T
Tapadelypa, og Kamowo eWdkd kévrpa yio v PKU mov diékoyav v dlowta og mondid KAt
tov 12 etov yuoo 4 yxpovia mapotnpnnke emdeivoon tov 1Q, TV VELPOAOYIKAOV KOt

vevpoyvyoroyikmv mpofinudtov. (Iatapyidac 1998, Medical Research Council 1993).

H dlota €xert kOpro otdéyo ™V TPOGANYN QOIVOACAOVIVIG HE TNV TPOYN OTIS
TOGOTNTEG TOV avEXETAL Kol ypelaletal kdbe acOevig (mivakag 3). Ot mocdTTEG 0voyNg Kot
avdykng tavtifovtor epocov 1 eavvrlodavivy gival éva amapaitnto apvosd OTmg Kot oTa
vy dropa, aALd og TOAD pkpoTEPEG 000ElS. H Tupooivn dumg, e€attiog g advvopiog Tov
acBevav pe PKU va v ocuvBécovv, petatpénetor 6€ AKpmOS OmopaitnTo apivosy, Tov
omoiov ot avaykeg KoAvmrovtal povo péow g tpoens. (Iatapyiac 1998 & Ogier de Baulny

2007).

Hivakog 3. lMapaperpor mov kaBopilovv Tic anartioelc ¢ PHE

v Eid0¢ HeTUMOENC-8paoTkOTNTO VEPOELAGOTC TNE OVOAOAAVIVIG
v" Hhxia

v' PuOudc avamrvéng

v Endpketo IposAnymg mpoteivay kot gppidov

v Koatdotaon vyeiog

IInyn: Ogier de Baulny 2007
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Eivor onpavtko va avaeepbei 6t mpocpata eykpidnke amd tov Opyoviopd Tpopov
kol Gopudxov (Food and Drug Administration-FDA) to Kuvan, éva @dppoko mov peidvel
Ta. emimeda oatvurlaAiavivig oto aipa kot evicydetl tn dpdon tov PAH evibpov, 6tav vrdpyet
(amopével oTov 0pyavicud) pia GYeTIK Asttovpyia Tov. Duoikd 1 dlorta TS eovVAaAAVIivig
Ogv TPEMEL VAL O1OKOTTEL LLE TN ANYN TOV QOPUAKOV KO TPETEL VO, GUVEYLGTOVV Ol dLOLYVOOTIKES

OLUOTOAOYIKEG EEETAGELS Y10 TOV EAEYXO T®V EMTEOWV TNG PatvoAoiavivng oto aipa. (FDA

2007).
PHENYLEKETONURIA (PKWU)
Mormal PEL

>l o - el o 2
Pracein fram faod Bratain from muscles Protein froomn Food Progein from muscles

Armino Acids Amino Acids

V4 P V4 .

aming acids arming acids
Phenylalanine {Phe) Fhenrylalanire {Phe)
Build upe
of Phe
Fharylalanine
Hydroxylase Health
J Froblems
TyYrosine Tyrosine
02 Hzl:l
Phenylalanin T yrosin
PAH
BH4 BH2
PATL
NH3

Zimtsiure

To Kuvan mepiéyet peydrec moodtteg (BH4, tetrahydrobiopterin)
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3° KE®AAAIO:

BAYTKEY APXEXY AIAITAY PKU

3.1. Baoikég apxég diaitag PKU

2KOTAG TNG OTPOPIKNG OyWYNS OTO ol ivot:

1. H zmponyn vmepPoiknii ovocmpevuong  @owvvrodoviviig pécm g  pvouong
TPOCANYNG TPOTEIVNG GE GLVOVOGUO HE TNV VLIOKATAOTOCN TG HE TPWOTEIVN
elebBepm @atvuraiovivng.

2. H mpaypotonoinon @uotodoyikng aviantuéng tov modldv kabdg Kol emdpkeln o€
LUKPOOPETTIKA GLGTATIKAL.

3. H goocpdhon piag dloutag €0yeuotmne, €AOGTIKNG Kol COUOPOVNG HE TO GUYYPOVO

tpomo Cong. (Shaw & Lawson 2001).

Ynrdpyovv mévte otoryein KAEWLA TOL QPOPOVV TV dlontnTIKY Bepameio T omoia givat:

1. TIepropiopdg g SOUTNTIKNG OVOAGAOVIVIG Yoo TNV S10THPNOT TOV ETOLUNTOV
emméd®V eatvoraiovivng aipatog. H eawvoloravivny amotelel to 4%-6% tng oAKng
STNTIKNG TPOTEIVNG, EMTALOV TPOPIUA VYNAG GE TPOTEIVN OT®G KPENS, OVYA,
vapt, topi, Enpol kapmoi kKo ooyl mepthapPdvovior ot diotta udvo oe UIKPEG
TOGOTNTESG KOl GUVEICOEPOVY EAAYIGTO GTY GUVOAIKT EVEPYELNKT] TPOGANYN).

2.  Koabnuepwn kotavoun eovorladovivig pe tn HETPNON TOcOTNTAS TPOPILMOV YOUNANG

TEPLEKTIKOTNTOS GE TPWTEIV.
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3. IToodvvaun kotavdiwon mpoteivig elebBepng oe @avolodovivi) pe TOVTOXPOVT
mpooOnkn piypotog L-apvoééov mov eivar ehevBepo o @arvuroroavivn Kot
EVIGYLUEVO LLE TVPOGTVN.

4. Awt)pnon ™G QLUGLOAOYIKNG TPOCANYNG EVEPYEWNG 1| OTOl0L TPEMEL VO KAAVTTETAL
amod TPOQULO YOUNANG TEPEKTIKOTNTOS OE QOIVOAOANVIVI] Kot TPOQLUA EOIKNG
dTpoPng mov etvar TOAD TeYA (youi, {vpopwd kot pmiokoto) 1 ehevbepa oe
TPOTEIVEG.

5. Xopnynon Prrapivav, HetdAlov Kot (vooTolyeimv Hécm Tov Piypatog aptvosémv M

€KDY cvumAnpoudtov. (Shaw & Lawson 2001, Schweitzer-Krantz 2000).

[Mpéner va onueiwbel 6TL TPOGANYN TS EOIVLANAOVIVIG KOl KOTO GUVETEW NG
TPOTEIVNG UECH TNG TPOPNG UEIDVETOL OTO €Mimeda ovoyng Tov acBevovs. Emumiéov,
KAALYM TOV avaykdV Tov ac0evois Yo Totkidio Kol OYKO TPOPNG YivETal LE To TOAD QT

N ehevbepa o€ mpmTEIVES KOWvd Kat £101KA TpdeLa. (Schweitzer-Krantz, 2000)

3.2. Icodovvauna ®arvoraravivne

H avoyn tov acBevav pe PKU ot @oawvororavivny sivor petafAnt kot eEaptdron
amd TO YEVOTLTO KOl TNV OPOCTIKOTITO TOV VLTOAEWTOUEVOL YOVIOIOL. ZVYKEKPIUEVA, Yol
modld pe khaoown PKU ta enimeda goavoralovivig aipotog tpémet vo dtotnpodviot ota
120-360 pmol/l, eved n mpdsinym 200-500 mg @arvvraravivng gival cuvnBmg avektr. Xtnv
Bpepkn NAkia o1 Aot oEIS 68 PotvLAaAavivn eival LYNAGTEPES, £xEl avapepBel OTL WaVIKA
emineda eovoiaiavivng aipotog eivar 60-324 pmol/l evd ot amottioel oe QovuAaAaviv

avd nuépa dtapépovy avaroya pe v nikia (tivaxag 4). (Shaw & Lawson 2001).
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IMivaxkog 4. Anaitioels gavviaravivig/nuépa oty fpepucn nhkio

Hhwio [Tocdtra @arvulaiavivng

0-3 unvov 50-60 mg/kg Z.B.
4-6 pnvov 40-50 mg/kg ~.B.
7-12 umvarv 30-40 mg/kg X.B.

1-2 etdpv 25-30 mg/kg X.B.

2-3 gtmv 20-25 mg/kg .B.

4-6 etV 15-25 mg/kg X.B.

7-8 etddv 15 mg/kg X.B.

IInynq: (Shaw & Lawson, 2001)

Metd 10 TPOTO £T0G O AMALTNGELS GE POIVOANAAVIVY) LELDVOVTOL OVH KIAO GOUATIKOV
Bapovg T0 1010 oToVg Gvdpeg kot Tig yuvaikeg pe PKU. Ta ta meprocotepa tpo@iua 50 mg
eowvvialovivig toodvvopovy pe 1gr mpmteivng, 6060V apopd To PPOVTO Kot TO ACYOVIKA 1)
TEPLEKTIKOTNTA TOVS GE QatvvAoiavivn kopaiveton peta&y 50-100 mg/100gr (w.y. mpdoa,
povitéplo, KoLvVoLuTiol) Kot emiTpémovtal eAevbepa, eV og KAmow dAl OTw¢ UmTpOKoro,
AQyovo, YAKOTATATO TPETEL VAL YIVETOL LETPNON TNG PALVLACAAVIVIG avd pepida (Tivakag 5).
"Exel amodeybel 6TL 08 OA0 TOL GPOVTO KOl TOL AQYOVIKG 1) GUYKEVIPMON TNG POLVOACAAVIVIG
etvar Aryotepn amd 75 mg/100gr pe amotéAeopa n KOTOVAA®GCT TOLG v pUnv av&dvel ta
emineda Mg @awvvAaAavivg oto mAdopo. Opmg To AoYovViKGa HE  TEPLEKTIKOTNTA
eowvorarovivig 76-100 mg cuoTAVETAL VAL KATAVOADVOVTOL GE HKPES TOcOTNTEG. Bempeital

mhavov 6Tt Ta Tadd Tov akoAovBovv avoTnpt| dlarta eitvot TPOTIUOTEPO VO KOTAVOADVOLY
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Baocwkd tpdea dmwg To MNUNTPOKE TPOvoy, To pOLL, TO KOAUUTOKL, TO (QOCOALM.
OepNTIKA HEPIKE TPOPIUA UTOPOVV VO KOTOVOAMDVOVTOL EVOAAAKTIKA, OULMOS TPOPULO VYN AL

o€ TPOTEIVN UTopohv va eival avektd pHovo og pukpés mocdtres. (Shaw & Lawson, 2001)

IMivakog 5. TIepleKTIKOTNTO PPOVTOV KO AUYAVIKOV GE QULVOAUALVIVI] KOl TPOTEIVY

OPOYTA & OAINYAAAANINH | TPQTEINH TPEXOYXA

AAXANIKA (mg/100gr) gr/100gr KATAXTAXH

DAINYAAAANINH 50-75mg/100gr

Ytapideg 51 2.1 ElevBepa
Mmravaveg 53 1.2 100 gr/icodHvopo
[Ipdoa 53 0.7 EAe0Bepa
YovAtoviveg 58 2.7 EAe00epa
Mowvitépilo 65 1.8 EAevBepa
ABoxavto 71 1.9 55 gr/ 16odvvapo

®AINYAAAANINH 76-100mg/100gr

Mmnpdkoro 76 3.1 30 gr/ 160dvvauo
Zropdyyt 84 34 1 pepidamuépa
Kovvoumidt 89 2.9 EletBepa
Aoyovaxio 92 2.9 35 gr/ 1oodHvopo
Bpu&elhav
[Mkomatdto 97 1.7 60 gr/ovTaAlayn

IInyn: (Shaw & Lawson 2001)

[ToAAG Tond1d dvokoAevovion va dgxBobV TNV aTOKAOT OPIGUEVOV TPOPIL®Y amd TV

STPOP] TOVG KOt TOAAEG QOPEC Umopel v KATOQOYOLV GE KPLEYT KATOVAA®GY TOLG.
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Emunpdobeta, av kdmolo modi KotavoAdver cuviOn tpdeipo Omtmg youl, pmokdto 1
COKOAGTO. VTLAPYEL 1 SLVATOTNTA VO OVTIKATOGTAOOVV HE 16000VaUa TPOPIUA YOUNAL CE
npwteivn. H Bacukn Alota tpogipmv mov mepiéyovv 50 mg @orvvdlaiovivng avagépovtol
otov mivako 6. Ilpénel va onueiwbel 0TL T, TPOPIUA TOV KOTOVOADVOLV Ol TOUdLOTPIKOL
acBeveig pe PKU eivon amapaitro va Quyilovior ektdc av 10 PApog avaypleetor oTtnv

ovokevooia. (Shaw & Lawson 2001).

Mivakag 6. TpoQipa wov epréyovv S0 mg arvoraravivig

Tpogrpo IMMocotnTa Tpogipo MocotTa
IF'AAAKTOKOMIKA AMYAO

"o TAnpeg 30 ml [Totdteg mpég 55¢g
Kpépa yaroktog 30% 40ml [Matdreg Ppactés 75¢g
Topt kpépa 12 ¢ [Motdrec ynrég 40¢g
IMoaovptt 3.5% 13¢g Motdteg chips 30g
®POYTA Kpoxéteg matdrog 10g
Mmravéva I11g dacoMa ovpvov 20g
Mnia 1250 g KoAapmoxt 55¢g
[ToptoxaAtia 333 ¢ PO&t opo I5¢g
ZtapOAn 150 g PO payepepévo 45 ¢
APoxévto 55¢g Youi 6ha ta €lon 10g
Ayrado 55¢g Kellogg ‘s Corn flakes 15¢
AAXANIKA Kellogg ‘s Frosties 20g
Topdto oun 223 g Weetabix 10g
Mnpdkoro opd 45 ¢ Bran flakes 10g
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dacordaxio payepepéval 100 g YXNAK
STOVAKL LOYELPEUEVO 25¢g Yokoldta kovPepTovpa 20g
Pop corn 50 xoppdtio
KPEAX
Bacon (moA0 Mmapo) 30g
Mooybpt poyeipepévo 4¢g

IInyM: (Trahms 2000 & Shaw- Lawson 2001)

[ToAd onpavtikn ivor  kaTovopr| TS TPOSANYN GOIVLANAAVIVIG KATO TV SLOPKELL
™m¢ nuépas. ‘Exet amoderyBetl 6t dt0v 0 50% K0 t0 75% TNng GUVOMKNG NUEPTOLUG OVOYNG
oe eowvvAaiavivn dtvetar pio @opd, 1 CLYKEVTIPMOOT TG 6TO TAAGHO aVEAVETAL TAVD OO

10%-18% a1 8%-26% avtictorya. (Trahms 2000 & Shaw- Lawson 2001).

3.3. Yrokotaoctoon Hpmteivne

H vrokoatdotaon npmteivng umopei va katnyoproronel oe €1 opdoes:

1.  Yopolvuévn mpmteivn e oKOV

2.  Apwo&éa og ooV pe 1 yopic voatavipakes ympic Prrapives Kot pEToAian

3.  Apwo&éa og ooV pe pKpOTEPT TOcOHTNTO LOATAVOPAK®V, tE PrTopiveg Kot HETOAAL

4. Apwo&éa og okoOV™ pe LOUTAVOpOKES LE N YOpig Almn, Prrapiveg kot pétailo

5.  Apwo&éa og kbyovleg Kot TOUTAETES YPIg TPOGHETOLG VOUTAVOpUKES, PrTapives Kot
péTaALD

6. Apwoéa oe pumdpeg yopic Prropiveg ko péraria (Shaw & Lawson, 2001,

mopdptnua 1)
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[Ipénel va onueiwbei 6t ot Toudd pe PKU elvar amapaitnt n vrokatdotaon mpoTeivig,
EMITAEOV M OVETAPKELD TNG UTOPEl Vo emmpedost Ta enimeda QovoAdAavivig 610 TAACUO
aAAG Kot TO pLOUO avanTtuéng tovg. 'Etot, 1 vrokatdotoaon tpoteiving Tpénst:

1.  Noa odnyet og avénon g cvykpdTons aldTov

2.  No Bertiddvel TNV avoyn 6T QOIVLACAAVIVT

3. No Bondd& omv tpdAnyn g avicoppomiog aptvosemv

H xatevBuvtiplo ypoppn oYeTikd pe TIG omaitnoelg TpmTEivVNG avd KIMO GOUATIKOV

Bapog otovg madraTpikovg acbeveig e PKU mapovsialetat otov mivaka 7. (Shaw & Lawson

2001)

IMivakag 7. KatgvBuvvripua ypoppn yio Tig 0mort6Elg 6€ TPMTEIVY

Haxio | Apwvo&éa (g/kg ¥.B./muépa) | Zuvolkn mpoteivn (g/kg ¥.B./muépa)
0-2 3.0 3.0
3-5 2.0 2.5
6-10 2.0 2.0
11-14 1.5
>14 1.0

IInyn: (Shaw & Lawson, 2001)

Emmpdobeta, cvomvetar 1 vIoKatdoToon TPOTEIVIG Vo yiveTon muepnoimg ota
yevpata og Tpeig d6oelc. I'evikd n mpwteivn dlvetatl Katd TpocEyyion avaioyo LE TNV ovoyn
oe pawvvrloravivn Kot avtikadictotot pe Tpochnkn voatavlpdkwv £T61 OCTE Vo TEPLOPIOTEL
N oeidmon g Aevkivng kot va avEnbel n tpoteivikn obvBeon. Zuvnbwg to vToKatdoTaTo
TPOTEIVNG SLHADOVTOL GTO VEPD, £XOVV TKPY| YEVOT] KOl TO TEAKO TPOTOV ival VTEPOGUMTIKO

dbdvpo (w.x. XP Maxamaid, apaioon 1:5 dilution, ocpotikémmto 968 mOsmol/kg H,O).
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[Ipémetl va onpelmbel 6TL apotdVOVTAG TO e AMYOTEPT TOCOTNTO VEPOL UTOPEL VO TPOKAAEGEL

OVO 61O VIOYACTPLO, dtappota 1 duckotlotnta. (Shaw & Lawson, 2001)

Mo 6AAN emdoyn vrokatdotaong sivor n avépuén piypatog vémv apvoémv pe
TPOPEG, Oumg M dladikacior ivor ypovoPopa Kot n GUUUOPP®ON TV acBevdv dev givat
HEYOADTEPT OE OYECN HE OLTH 7OV OiveTOl G€ TWOGIHO OLGALUO, EVA TO LTOKOTAGTOTO
npoteivng (my. to XP Maxamaid), olvovtar esmimpocOeta. Xe kdbe d060m TPOTEIVIG
TPooTifeTaL PKPY TOGHTNTA VEPOL KOl OPMUATIKNG OVGIOC, GE CLUYKEVIPMOOT| TAPOUOLD. LE
OLTY] TTOL £YOLV 01 YLHOT PPOVT®V, Yo Vo dMovpynoet pa moyid Coun. Eivol omapaimto pe
KkéBe doom va Aappdvetar emmpdcohetn TOCHTNTA VEPOL Yo V. apot®BEl TO VITEPOSUDTIKO
piypo. Xtovg TpaToug TE0CEPLS UNVES TG (ONG N VITOKATAGTACT TPMOTEIVNG YiveTow pe TV
popon {oung, Eexvavtag amd pio KOLTaAld Tov YALVKOL pio eopd tnv nuépa. (Shaw &

Lawson, 2001)

i f J

To okevacua XP Maxamaid
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Elvar amapoimto ot Oadikocios vIoKATAGTOONG TPMOTEIVIG VO, TNPOLVTOL Ot
TOPOKATO TOUPAUETPOL:
1. Ilpénel mGvTOTE M LTOKATACTOCTN TPOTEIVNG VO XPNCLLOTOLEITAL G PAPLLAKO
2. TIpémet T0 VIOKOTAGTATO TPMOTEIVIG Vo diveTal G TPOKAOOPIGUEVO YPOVO
3. Katd ™ Sdpkeo e AMYng Tov OKEVAGUOTOS TPEMEL VO, VILAPYEL EMOMTEIRL OO
KAmO10V EVIAIKO
4. No otvetar Oetikr] evBAppLVOT GTOVG TOOLATPIKOVS 0oOEVELG
5. Ot dpec MjyMG ToV GKELAGHOTOS VO AKOAOLOOVVTAL e GUVETELN
6. Edv to vmokatdotato mpoteivng Aappdvetal pe ta yebpoto kadd ivor va dlvetat mpv

v évapén Tovg €161 MoTE va eEAGPAAGTEL 1) Ay TOV.

Ocov apopd omv Ttvpocivn, ywo tovg acbeveic pe PKU omoteAel éva amapaitmro
apwvo&d. Zopemva pe to PKU MRC (Medical Research Council) Working Group kotd v
vrokoTaotToon mpeTeivng mpénet va mapéyovrar 100-120 mg/kg/day tvpooivng. Oleg ot
GLGTACELS AVOPEPOVY OTL TPEMEL VO, OTVOVTOL CLUTANPAOUATO TVPOGIVNG, TOL 0ol HITopoHV va

VIOKATOGTHCOVYV TNV TPMOTEIVI] EMOPKDOG Yol TNV KOALYN TOV TPOTEVIKOV OTOLTCEDV.

(Shaw & Lawson 2001).

3.3.1 Yvuminpouoto Brropmivoyv Kol nETAAA®V

Kdanow vrokatdotata mpoteiving dev mepiéyovv Prrapiveg Ko pétaila, ondte gival
AmOPOLTNTN 1) YOPNYNON KATO0VL GVUTANPOLoTOC. Exyovv avapepOel ehlelyelg Prrapivaov kot

petdAlov og acbeveig pe PKU, avtd coppaivet yuo tovg €€ng Adyovg:
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1. Amotuyio TPOTEIVIKNG VTOKATAGTOONG, PITApvdV Kot LETIAA®V UTopel va, odnynoet
o€ avemdpKel oeANviov, N omoio TPOKaAEl KOWMOKY popuapvyr og Ppéen £wog 9
Unvav.

2. XoapnAn Prodiofecipudmmra o€ [UKPOOPETTIKA GULOTATIKA, Y0 TOPASELYHO £XOVV
avapepOel yoUNAEG oVYKEVIPOOEIS Pepttivng Exovv avapepbel o€ peydho TOGOGTO
ooV 1-12 gtdv.

3. Otav dev AopPdvovior To OmOPOITNTO GUUTANPOUOTO UTOPEL VO TOPOLCLUCTEL

EMenym Prrapivng Bia og eprfoug kat veapovg eviAiKed.

[Ipémel va onueiwbei 6T1 dev LIEAPYOLV WAVIKE CLUTAN PO AT TO. 0ol B KOADYOLVV

TIPS TG avaykeg oe Prrapiveg kot pétoAdo. Ta mo onpovtikd GUUTANpOUHOTO

TEPLYPAPOVTAL GTOV TAPOKAT® Tivaka. (Shaw & Lawson 2001).

IMivakoeg 8. ZopnAnpopote PIKPodPENTIKOV GVOTUTIKOV

XopmTApopo Hhlkio Aodon (gr)
0-6 unvov 14
Pediatric Seravit 6-12 unvav 17
1-7 ypovov 17-25
7-14 ypovaov 25-35
Nrmo 1.5g/kg
Aminogran Mineral Mixture [Moudwa 8g
N1 1.5g/kg
Metabolic Mineral Mixture | [Toudid émg 3 eTdv 8g
[Towdrd >3 etadpv 12¢g
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_________ Ketovite tablets 3

Ketovite tablets and liquid' Ketovite liquid 5 ml

IInyn: (Shaw & Lawson 2001)

1.  Eivar aropaitnto va divovtor pali pe to Metabolic Mineral Mixture

3.4. Tpoowno £Agv0EPa @OIVOAUAOVIVIC

O evepyelaxéc ovaykeg otovg moudtatpikovg acbeveig pe PKU koAvmtovror xotd

KOplo A0Yo amd vdatavlpokes evd 1o Mmog xotaAapfaver 20%-25% g evépyelag. H

€vO0YEVNG 6VVOEGT YOANGTEPOANG TTPEMEL VO aVTIOTOOUIOTEL, £POGOV TOALOL acBeveic Exouv

YOUNAG eTimedn YOANGTEPOANG KOl TOAVAKOPESTOV MIOPOV 0EE®V, HEGH TNG XOPNYNONG

ocvunAnpopdtov PUFA katd v moidwkn nAkia. (Shaw & Lawson, 2001)

Ymapyovv Kdmowo TPOPULO TO. OTOioL €£YOLV YOUNAG emimeda QOIVOAOAAVIVIIG e

OTOTEAECUO. VO, UTOPOLV Vo, KATOVOA®OOUV o€ peyoidtepeg moocotnteg (mivaxog 1

TOPAPTILLOL):

1.  Dpodra kou loyovika.: TEPEKTIKOTNTA QOVOAXAAVIVIG AtydTepo amd 50 mg/100 g.

2. Airn: Bovtvpo, papyapivn, Aapdi, putikd Elata.

3. Zoyopn xar duvio: kopv @laovep, pilaievpo, Chyapmn, yAvkoln, popperddo, HEAL,
opoma kot yAvka pe <0.3 g mpoteivng/100 g.

4. AMigpopo: (A& MoyoviK®V, aAATl, TITEPL, KapvKevpoto, EH01, YOUOC VIoNdTaS, TKAES,
UTEKLY TAOVVTEP, OO KO KPELO TAPTOG.

5.  Pognuata: avoyokTIKO YOPIG OCTOPTAUT, AEHOVADQ, OVOWVKTIKG TUTTOL cola, youd

PPOLT®V, TOAL, KOPES, TOVIK, LETAAAIKO vEPO.
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6. Eioixa tpogiuo. younla oe mpwteivy: you, piypoto alevpiov, Bdon titoog, pokapovia,
UmokoTa, KPAKep, SNUNTPLOKE TPOIVOD, DVITOKOTAGTATO QLUY0D, YOAOTO, TUPLL, TUPLYL OE
Kpépa (N TpOTEIVN aVTOV TOV TPOTOVTOV TPENEL va. Aapupdvetar vwdyn oty dlatta),

cokoldta (mivakag 2 mapdptnpa). (Shaw & Lawson, 2001)

What a typical low Phe diet might look like:

Breakfast 1 cup corn flakes
diluted

2 slices low-protein bread

1 slice low-protein cheese

5 potato chips

1 medium peach

12 oz sweetened beverage (aspartame free)

Snacks

8 1 nine-free formula
i pple

fruit juice bar

8 oz phenylalanine-free formula
1 cup low-protein pasta

1/4 cup marinara

1/2 cup Freen beans

1/2 cup iceberg lettuce

1/2 cup raw tomato

2 thsp Italian dressing

Snacks flalanine-free formula
te chip co 1

Total
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4° KE®AAAIO:

AIATPOPIKH ANTIMETQIIIZH THY PAINYAKETONOYPIAY

(PKU) KATA THN BPE®PIKH HAIKIA KAI ITAIAIKH HAIKIA

4.1. DaivuAkeTovoupia oTn Bpe®@ikn nAIKia

Xe Oho ta BpEPN OV £YOVV GLYKEVIPMOGN GOIVLANANVIVIG 0TO aipo Tave amd 400
umol/l ocvvictatar Bepameion yio PKU. Zvykekpiéva Otav 1 ovykévipmon g
eavvrarovivng elvar >1000 pmol divetar povo éva TPOTEIVIKO GLUTANPOUO, YO VO,
emrevyfel peimon g cLYKEVIPOONG TG 6TO0 TAACHO aipatog. Zuvnlmg Tapatnpeiton pio
peiowon peta&d 300 kor 600 pmol/l v nuépa Katd v OdpKel. avTNG TG TEPLodov. H
GUVICTAOUEVT 000N TOL TPMTEIVIKOD CLUTANPOUATOG TPENEL va. ovEpyetal ot 150 ml/kg/tnv
nuépa. Otav ot cvykevipwaoelg 6to mAdoua eival kdto arnd 1000 pmol/l , evdsikvotor o
OnAaopog 1 50 mg/kg/muépa eoprovANG TOL TEPLEYEL PatvvAaAavivy). EmumAéov, Ba mpénetl va
yivovtol kabnueptvé HETPNGELS Y10 TOV TPOGOIOPIGUO TOV EMITEODV QUIVOAOAAVIVIG TOV

aipatoc, £161 ®ote vo TpoAnedei mbovn EAheryn te. (Kleiman 1998).

Otav n ovykévipoon eatvoiaravivng eivar 600-1000 pmol/l dev givor amapaitnto vo
OTOUOTNGEL EVIEAMG 1 TNYN TPOPOSOTNONG PatvOAOAavivnG. Metd ) dtdyvmorn pmopet va
000el unTpkd yéAo kol TPOTEIVIKO CLUTANPoUE o€ cvvovaopd pe 50 mg/kgmuépa
eovvAaiovivig amd T @OppovAa. Emumiéov eivor  amopoitnto Ol GLYKEVIPOGELG
@avvAiaioviving va pvBuilovion gfdopadiaing ®ote va gival oiyovpo 0Tt Ba eivar cuveydg

wvo ard 400pumol/l wpv va Egkivioet i dtoutntikn Oepameia. O dontnTikdg TEPLOPIGUOG TNG
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QOVVAOAOVIVIIG TPEMEL TAVTO Vo OIVETOL GE GLUVOLOCUO HE VO TPMTEIVIKO GUUTANPOLLOL.

(Kleiman 1998).

4.1.2. DorvoikeTOVOVPLO KOL ONAacnoc

O untpikdg Onraopog amotelel T0 LOVOOIKO PUGIOAOYIKO KOl PUGIKO TPOTO GITIONG TV
Bpepmv. To pntpikd yaAa givor 1 «1daviKip» Tpoen yio To BPEQT LE EVEPYETIKES TPOEKTACELS
TNV OKOYEVELD, TNV KOvavia, TNV otkovopia kot v vyeia. EmimAéov, evoeikvotal og Bpéon
pe PKU yio tovg mapoakdtom Adyovg:

o To untpkd yara givar youniod oe eovvrorovivn (untpkd yaia 46 mg/100 ml evo 1
@opurovia meptéyel 60 mg/100 ml)

o To untpkod ydio mepi€yel AVGOGHOUATO

e Eival foAkd kot pHetdvel ToV aptBpd TV HTOVKOAMOV TOL TPETEL Vo, 0000VV

e Bonbdael oty avantuén deGHov UNTEPOS Kot OO0

e Bonfaer mv untépa va £xet EAeyyo oty 010d1Kacia GiTiong Tov Tadov.

(Kleiman 1998)

e mepintmon mov 1o Ppépoc dev Inidlet divetan edpuovia (50 mg/kgmuépa yio Tipég
eawvvloravivnig >1000pumol/l) n omoia mpémer va popdletor  oe 6-7 yeduoato mov Oa
KOTOVOADVOVTOL TPV OO OTOLAONTOTE AAAN TPOPY, EVD TO TPMOTEIVIKO CUUTAN PO TPETEL

va dtvetan devtepoyevmg o Eva Eexwplotd pmovkdt. (Kleiman 1998)

4.1.3 Zyedwaopog N'evpdrov
IMoa éva Bpépog 4 kilmv to omoio Ba oitiotel pe Poprovia Tov £xel 50 mg parvvriaiavivng/kg
Ba Tpémel va akoAovOnBel To mopakdTo STPOPIKd Gy

e Xuvolkn mpdsinym vypadv 150 ml/kg/tnv nuépa
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¢ 90 ml Cow and Gate Premium = 50 mg @owvviaroavivng

o  Yuvolkd yedpora £EL TV nuépPa

Ot amoutoels 6 eovvAadovivn Yo To cuYKEKPIEVO Bpépog Ba elvat:

o 50 mg/kg = 4*50 mg = 200 mg parvvlarovivng nuepnoing

e Huepnowa tpdosinyn eopupoviog amd Cow kot Gate Premium = 360 ml
H mocdtta suuninpopotog npwteivng eivat:

e Xuvolikn amaitnomn vypaov = 600 ml

¢  Yypd and kavovikn oppovia = 360 ml Deficit = 240 ml
To mhdévo dratpoeng Tpémet va eivat:

o TIpot datpoen 60 ml * 6 yedpato Cow and Gate Premium

e Agbtepn dwatpoen 40 ml * 6 yevpoata Analog LCP (Kleiman 1998)

H swoaymyn otepedg tpopng mpénetl va Eexva oe Ppéopn 4-6 unvov. Xvvnboc ta Bpéen
Eexwvave pe €va 1 000 KOLTOAAKLO TOV YAVKOU QUyNTOV YOUNAL G& @aivoAalavivn Omwg
ToATOTOIMUEVA PPovTO 1 Aayavikd (Ayotepo amd 50 mg @arvviaravivng/100 g). Eved arnd 7
UNvov mpootifevtol eayntd OTme TooT PE Tupt Kot fodTupo YaUNAd Ge @atvoAoAovivn Kot

UTIGKOTOL.

[Ma mapddetypa av Exovpe Bpépog 9 unvav pe Bapog 8,4 kila pe khaown PKU npénet va

aKOAOVONGEL TO TAPUKATM SLOTPOPIKO GYNLLOL:

o Mohic Eumvioet OppovAa eEAgVBEPT OO PAVLAOAOVIVT
o Ilpowo:
o 15 g XP Maxamaid 1 5 g Aminogram Food Supplement ce popon

TOATOTTOMULEVN
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0 1*50 mg eievbepo and @avvroravivny v moapdadsrypo 10 g Weetabix plus
vaha -EAebBepo amd mpwteivn 1 Suo Pro or Laprofin PKU vypd
0 Toot pe younio oe mpwteivn tupi ko fodTvpo

0 Ilpwteivikd courAnpopa yo fpéen

e Evdidueco (dekatiovo):

0 45 g XP Maxamaid 1} 15 g Aminogram Food Supplement

o

2*50 mg pre exchanges

0 40 g Mopéveg matdreg s

0 10 g movpég pacolav 2

0 Ilovpég Aayoavikmv

0 1 ywovptt YouUNAO Gg TPOTEIVN
0 Mnavdava 1 pohakd epovTo

0 Xvuog epovT®mV

e  Meonueplovo eoynto:
0 15 g Maxamaid

0 50-60 g paxopdvia

(@]

Toot kot fovtvpo

(@]

Kpéua pe ppovta younin oe mpoteivn (Ronald E.Kleiman 1998)

2UVOMKA [LE TO GUYKEKPUUEVO SATPOPIKO oynpa Adpfdavovtol 4 160d0OVape QovVLALAAVIVIG

Ko M TPOTEIVIKN TPpOSANYN gival: 25,1 g/day (nivaxag 9)
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Iivakag 9. Avapevopevn nuepnola Tpodsinqyn QaIvoraiovivig

AWTPOPIKO CLUUTANPOUA Mpoteivikn Tpocinyn (g)

500 ml XP Analog 9.8

45 g XP maxamaid

H 11,3 (12,1)

15 g Aminogram counAnpopa omnd eaynto +75 g

Paediatric Seravit

4 160dvvapo eovuLoAovivig 25,1 g/day = 3 g/kg/muépa

IInyM: (Kleinman 1998)

Ocov agopa ta pukpd toudld pe PKU vadpyovv dtdpopo mpoPANpHoto TNV Sotpoen
TOVG OGS aPyN TPOGANYT TPOPNC, LEWOUEVN OpelN, améyDelo YALVK®OV QaynTdV Kol LELWUEVT
TOWKIALD POYNTOV TTOL UTOPOVV Vo ETMAEEOVY. Ot Yovelg TPEMEL VAL GTPAPOVV GE TEPIGGOTEPES
OTPOUTNYIKEG MOTE VO TEICOLV TOL OO VAL PAVE YPNCUYLOTOLDVTIOG OCO YIVETOL ATYOTEPES
avayKooTikég peBodovg v dpa TV yevpdtmv. Agv eivar €0KOAO Vo EMITELYTEL 1| COOTY
Satpoen Tov modiwv pe PKU Adym tov mopakdtom SueKOAmV:

e To gvepyelako mepPleXOUEVO TPOTEIVIKOD GLGTOTIKOV
e H dpvnon va dave tpd@iua ehevbepa porvoraiavivng
e H &é\hewyn evBappuvong v dpa Tov YEOHATOG

e Avckolio va 600gl c(GTO LVIOKATAGTATO TPMOTEIVNG

Mo va Eemepactovy OAeg avTEG 01 OLGKOALEG Ba MTay KAAO Vo aKOAOLOOVVTOL KATOEG

amAég odmyieg:
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1.  No tpoet 6An n owoyévela pall Kot vo vdpyet BeTicd KApo yopic ool TOTOL
«YpPNYopa, GAE TO GayNTO GOV, «ATAKTO, KOKO Tod1».

2. Koatd mv odpkeln ¢ MUEPOS VO TPOCOEPETAL YoUPTL M YéAo Kol Vo
TPOCTAOOVV YEVIKOTEPO, Ol YOVELG VO €1GAYOLV TOIKIAMDL QOYNTOV YoUNAd oe
TPOTEIVY.

3.  No 7potpovviol YpOUATIOTE KOl YELOTIKA YEOUOTO OCTE VO EXOVV
OPYAVOANTTIKEG 1O10TNTEG Y10 VO KATOVOA®OOUV pe peyoldTtepn evkKoAMa amd ta
noudd pe PKU.

4. No Topevpiokovtol 0€ KOWMOVIKEG EKONAMGES OMMC party K.T.A. Yoo Vo pnv
VIOBOLV ATOUOVOLEVA KOl OTOEEVOUEVE KOIVOVIKA

5.  Ouyoveig va &govv vmopovn pali tovg. (Kleiman 1998).

Me v gloaywyn otepeds TPoens 10 PPEPOc SLGKOAEDETOL VO KOTOVAAMOT) OPKETN
TocOTNTA TPOTEIVIKOL cvunAnpouatogs. Otav Bpioketon og nikio 5-6 unvaov gtval dvckoro
Vo KOADEOOOV TANPMG Ol TPAOTEIVIKES TOV OAMALTI|GES OO TO CLUTAT PO KO TO LIGOSVVOLLLAL
™mg  owvAaiavivng  Eexopiotd. Eivor  ovvetd va  ewodyovtol  pukpég  moodTNTEG
GUUTVKVOUEVOL TPOTEIVIKOV VTOKATAGTATOV TO OTOl0 Umopel var eivatl 6e popen Helypotog
un copmAnpopatikov L-apvoééog 6mmg PK Aid 4  Aminogram mov avopyvogtal pe 600
KOVTEG TPOTEIVIKOV VITOKATAGTOTOV KOt [to KOUTa LeTaAlK®V ototyeiov (Paediatric Seravit
N XP Maxamaid). Ta cuykekpipéva GKELAGUOTO UTOPOLV va avopytoOv pe pio pkpn
TocOTNTO. vePOD Kol vo Olvovior ToAtomomuéva, ooV TPAYELUO TPW TO QOYNTO M
TPOCTIOEUEVO, OTO TPMTEIVIKO LIOKATACTATO Yo Ppépn. Avtd ta mpoidvro givar
VIEPOGUMTIKA Kot Tpémet va. divovtan pe emmAéov vypd. Eniong, mpémel va divovton pétaiia

Kot Prropives pe petypoto mov mepEyovy Un GUUTANPOUATIKA optvoséa, dTav ol TocoTNTEG
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Yo TPOTEIVIKA cupTAnpopato eivar Atydtepo and 500 mimuépa. H yprion tov Xp Maxamaid

wpénel vo, yivetan pe peydin mpocoyn (mivakag 10).

IMivaxkog 10. Xvotaon Xp Maxamaid

10 g amd Xp Maxamaid mepiéyet

e 2.5 gmpmteivng

2.5 mmol vartpro,

o K&Ao

2.1 mmol Prrapiveg

e 2.1 mmol péroria

IInyn:Ronald E.Kleinman 1998

To mpoteivikd ocvumAnpopc ywo. PBpéen pmopel va dlaxomel Otov 10 PPEPOg

CUUTANPADGEL TO TPATO £TOG. LE MEPIMTMOOT) TOL GUVEYLIGTEL 1] ¥PNON TOL Uopel va yopnyeital

AMyo mpwv Tov ¥rvo. (Kleiman 1998)

4.1.4 AoTPpOQIKEC 00NYIES VIO LKPA TTOLOLA

Ta vima (2-3 e10v) Bo Tpémel va ekmondevTovV £T61 OGTE VO TIVOLV TO GKEVOAGLLA OTTO
0 PAtlavt, vo BonBovv otnv TapackeL] TOV YAANKTOG (TPpocBETEL TNV GKOVY|, OVOKATEVEL),
va yvopilovv Ta ovopote TV TPOQOV KOONDC Kol TG TPOPEC MOV EMITPEMOVTOL KOl
anayopevovral. EmmAéov, kado givor va potohv Tpiv KOTAvVaAMDGOUV TIG TPOPES Y10l TIG OTOTES
dev glvar oiyovpa OTL EMITPENOVTAL KO VO_KATOVOOUV TN S10popd TNG KNG TOVG diaTog amod

AT NG okoyévelag kot Tv idwv. (Hendricks et al. 2003)
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Avtictoyya ta modld TPooyoMkng mhkiog eivalr KoAd vo Topackevalovv TO
okevacpa pe T Bondeta evog eviika, yvopilovtag 0Tt TPEMEL VAL KOTOVOADVOLV TPOPULO LLE
TeEPOPOUEVT, TocdTNTA QatvuAaAavivng. Emiong, eivor amoapaitnto va pdabovv yu v
acBéveln Toug Kot vo yvopifouv toug Pacikods AGYouS TV EMCKEYEMY GTO VOGOKOLELO.
Téhog, mpémer vo gival oe B€om vo OVTILETOTILOVY TOVG OOUTNTIKOVS TEPLOPIGUOVS GE

Kowvikes ekdnimoels (Hendricks et al. 2003).

4.1.5 IIp®TOKOALO OLUTPOONC GE VOGOKOUELD 1] AAAY TULOLUTPIKA KEVTPO.

Ot voooxopeg kat ot dtdpopot fonboi mov acyorovvral pe modid wov £xovv PKU Oa
TPENEL VO £XOVV EUTEODCEL TIS POCIKES apYEG ALTNG TNG CLYKEKPIUEVNS dloutag. Andadn Ta
QOYNTé TOV EMITPENMOVTOL KOl OTOYOPEVOVTOL, TIG OTOPOITNTEG OVOYKEG Y10, TPMTEIVIKA
CUUTANPAOUOTO KOl TIG OAANYEG OTIC TIWES TNG QOVLACAAVIVG oTo aipo. o mpémer va
dtvovtar ypamtég odnyleg kol Kupiwg ot yoveic va divouv avayuKTiKa Yopig aomaptdun,
YOAotao YOUNAGQ GE TPOTEIVY, UTIOKOTA YOUNAGL GE TPOTEIVY, E10IKA YAVKA Kol YEVIKOTEPO, £Vl

oAokAnpopévo yebpa. TTapakdto avaeépovtal LePKA YOpaKTNPIOTIKA TopadELY AT,

I"a kopitor 4 ypovadv Papovg 18 kikdv oe 5 * 50 mg 16odVVaHL QoVLAAAOVIVIG, TPETEL VO

akolovOnBet 1o axdlovbo TAGVO daTpoPnc:

e Ilpowo:
0 Zvuminpopa TpoTeivig Yia mopdoetypo Xp maxamaid 40 gr
0 1*50 mgr powvvraAiavivny avtadiayng yioo Tapdadetypo 15 gr: dnuntplokd Kot
YOAo YoUMAO o€ TpmTEivN Kot Cayoapn
0 XoaunAod o€ TPOTEIVN TOOT KOl TNYOVITE LOVITAPLOL

0  Xvuog PpodT®V YWPIg AoTaPTAUN
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¢ Evdudueco (dekatiovo):
0 Zvum\npopa tpoteivng 40 gr Xp Maxamaid
0 Xoaunio og mpwteivn Yot Kol Boutupo
0 45 gr Mozzarella younid oe mpwteivn Tupi
0 1 ppn pravéva

0 Xvuog PpoiT®V YWPIg AoTaPTAUN

e Amoysvopativo:

0 1 mokéro dwd pmokdTa (Kpiom)

e Bpadwo:
0 Xvuminpopa tpoteiving 40 gr Xp Maxamaid

0 45 grtoing

o

20 gr ynuéva eacoiio

o

Aoyovikd caldtog

o

Xopdg epoLTmV Y®PIG 0GTOPTAUN

e [Ipo vmvou:

0 T'éla yopig mpoteivn (Kleiman 1998)

YUVOAIKA LLE TO CUYKEKPIUEVO SUTPOPIKO oyNua Aapupdvoviotl 5 16000V @AVOAGANVIVIG

KoL M TPOTEIVIKY TpdSAny” ivan (wivokag 11):
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IMivaxog 11. Avapevopevn nuepn oo IpOcAnY @uIvorarlavivig

AWTPOPIKO cupTApOpNa. Mpoteivikn Tpoocinyn (g)

120 gr * Xp maxamaid

H 30 (36 auvo&éa)

40 gr Aminogram counAnpopa eayntov + 20 gr Paediatric

Seravit

5 1603VVaLO POVOAGAOVIVIG 35 gr/ nuépa = 2 gr/kg/ v nuépa

IInyn: Kleinman 1998
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5° KEQAAAIO:

AIATPOPIKH ANTIMETQIIIXH THY PAINYAKETONOYPIAY

(PKU) KATA THN XXOAIKH KAI FEPHBIKH HAIKIA

5.1. Avatpon Yo TOLOLWE GYOMKNC NAKIOG

Yrapyovv drdpopa mpoPfAnpato otnv dtpoer| Tov veapmv todidv pe PKU onwg: apyn

TPOGANYN TPOPNG, HEIOUEVT Opeln, améxfeio YAVKAOV QoynTtdv Kol po LELWUEVT] TOtKIAa

emAOYNG payntov. EmmAéov, didpopot Adyotl SUoKOAING MOTE Vo akoAoLOGOLVY Ta TONOHL LE

PKU 710 mtpotevopevo d1atpo@ikd oynuo:

2.

. Evepyesiaxo mepicyousvo mpoteivikod ovetatikot: Nepikd ond to cvvnbiouéva

TPOTEIVIKA VTOKATACTOTO, TOL YPNCLULOTOIOVVTAL GTA VENPE TTadld TEPLEXOLY £val
onuavtikd mocsod evépyewnc. To XP Maxamaid mepiéyer 309 kcal (1.3 MJ)/100 g
napéyovtag 30% tav gvepyslakmv avayk®mv). Ot yoveig pmopel vo unv kotaiafaivoovv
NV EVEPYELD TOV TOPEYETOL OO TO TPMOTEIVIKA VTOKATAGTATO, VO £XOLV N
PEOMOTIKEG TPOGOOKIEG YO TO TOCO UTOPOLV VO PAVE Kol Umopel acvvaicOnto va
TECOLV TO TOOLA VO PAVE OTOV OEV TEIVAVE.

Apvigen va pave evalloKTIKA TPOPIUA AVTI QOIVOLIOAQVIVYG: Ol YOVELG TTPEMEL Vol
TPOGEYOLV £TC1L MOTE TO TAOL VO, TPOVE OAN TO 1000LVOUO @atvoioiavivng. H
ocuveyOuevn emavaioppavopevn dpvnon pmopel vo 0dNyNGEL TOVS YOVEIS Vo TEGOVV
To Todld vo. eave Kol avTtd 0omyel Kuplwg o€ pic SLGAPESTN KATACTOON KATO TNV

dlapKela Tov yeOOTOG,
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3. Eiietyn evBappovens tyy @pa Tov pebuatog: ol yoveig Bo mpénel va mpogtotpdlovv
OV0 OKOYEVELKA YEVUATO TO HECT|UEPL, OVTO £xEl G amotéAespa o Toudwd pe PKU
va Tpove TpoTa Kot poéva. H EAAetyrn Opmg cuvTpoptdg Kot To Vo TPAOVE OTOUOVOUEVOL
Exel apvnTIKn EMIOPAOT TNV OpeEN KOl TNV KATAVAAWDGT TPOPT|S.

4. Avoxolia va 000ci 6WGTO VTOKATAGTATO TPOTEIVHRG: KAAUO, QOVEG, EUETOG KOt
QTOOIO €K BEANGEWMS TOV TPOTEIVIKOD VITOKATAGTATOL £lval KOWVA Gg ot TV NAkia
Kol pmopel var 0dNyNoovVV GTIG OLOKOAIEG oL avaeépOnkav mapardve. (Kleiman

1998).

Ta moudd oxorkng nikiog (7-10 etdv) Bo mpémel va EKTAOELTOVY £TGL DOCTE VO
€TOALOVV TO OKELOGUO HE EMTNPNOTN Kol Vo YvopIilovv TG TPOEESG TOL UTOPOVV V.
katoavalovovv. Emmiéov, kodd sivor va maipvouv detypoto aipatog pe Ponbela kot va
yvopilovv ta yopaxtnplotikd ™ dlotds toug. Télog, ivar onpoavtikd va yvopilovv mola
elvat Ta ac@aAn eninedo EavLAQAAVIVIG KOl TOG VoL To, O1oTtnpodv, Ve TapdAinia vo eivorl
oe Béom va KAvouv GMOTEG STPOPIKES EMAOYES OTIS KOWOVIKES ekdonimoelc. (Hendricks et

al. 2003).

5.2. AVTIETOTIGN OVGKOAMMOV GE TULOLY GYOAMKNC NMKIOC

Opopéva omd tor TPOPANUATO KATOVAA®GONG TOL QOyNTOL UTopel vo givol apKeTd
OVOKOAO VO EEMEPAGTOVV OAAG OV TNPOVVTOL EVIOTIKA T akOAOVON TEXVAGHOTO UTOPEl va
vrapéet Pertioon.

e To moudud pe pavvAkeTovovpio Tpémel va Tpadve TV dto dpa pali pe v vTolon

OIKOYEVELD OOYETMS OV TO PAYNTO Elval SLOPOPETIKO.

o  Mikpég pepldec TpOPIL®V TPEMEL VO, TPOCSPEPOVTOL GTO YEVLLATO.
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Ot yoveig kadod Ba Tav va kdvovy To KA EVYAPIGTO MGTE KOt TO TodLd AAAG KoL 1
VOAOUTN OKOYEVELD Vo TO amolappdvouv. Otav €va maidi apveitor va @del dev Ba
TPEMEL VAL VILAPYEL APVNTIKY] GUUTEPLPOPA LE GYOMa TOTOL “dvte, Ypryopa 1 “eioot
Koo mondi”.

Ta 1codvvapa g eorvvAaiovivng Ba mpémel va @TidyvovTol He YlooUpTL 1| YOAQ
apyoTtePO LECH GTNV NUEPQL.

Ot yoveig Ba mpémer va mpoceépovy pa evpeia mowikior amd TPOPLUO YOUNAL o€
QowvVAaAovViv) Kol KOADTEPO KOTO TNV MEPIOd0 AMOYUAAKTIOHOV. AV 10 Toudl
EMPUEVEL EMOVEIAUUEV VAL UV TPOEL TPOPES EAEVLOEPES PatvLAOAAVIVIG TTPEMEL VL
npooTafovv ot yoveic Eavd kot Eavda.

Ta moudd Bo mpémer v apyicovv va HAYEPELOVY TA POYNTA TOLG OGO Yiveral
vopitepa. Mropodv va fondnbovv emdéyovrog vAkd younAd ce TpmTEivn Yo TV
TOPACKEVY] TITGOG, VO OlMAVCOVV  UMICKOTO YOUNAG O©€ TPOTEIV 7Yoo Vo
ypnoporomBovv wg Pdon ywo yAvkd. Ta veapd madid pmopodv va evBappouviovv va
KOAALEPYNOOLV AQYOVIKA YOUNAG G€ TPWTEIVN oTov KMo tov omtiov. OAla ovtd
oupParrovv oto va dnpovpynBel evolapEpPov yio To eaynTo.

Tnv opa tov yedpatog Ba Mtav cuvetd ot yoveic va mpoegtondlovv éva midto
Topdpoto e to d1kd tovg ota modd pe PKU. TMa mwapdderypa avti yo poxopovio pe
Kipd pmopel va @Tioytel pokapovada YopnAn o TpOTEIVN LE VIOUATEG Kol GAATGO
povitapuoy. Emiong, pmopovv va 6000o0v avti ydupmovpykep pHe UMPTEKL 1)
YOPOUTOVKIES, AUTOVPYKEP YOUNAL OE TPMOTEIVY KO UTUPTEKLO AU OVIKOV.

Ta mdrto ta omoia elval yaunAd oe TpwTEIVN TPEMEL VoL €ivar OGO TTO YPOUATIGTA Kol
evolpépovta yivetal. o mopdoetypa mpochETovTag GLGTATIKG OTMC TOUATOTOATO,
okovn Yo KpEpa Kot okovpa Cayopn PEATIOVETOL TO XPOUO GE THTO YOUNAL GE

TPOTEIV.
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5.3.

Ot @idol TV TV e ovVAKETOVOLPIlD Bor TPEMEL VO TPOCKOAOVVTOL GE TAPTL
yevebAlwv Ko K ViK o omoia TepAapPavouy TpdEUa YO UNAL GE TPMOTEIVN, YTl oV
KATavoA®OoV amd OAovg Bo KEvouy To amodekT) THV SloTa TMV TodIDV.

Ov yovelg Ba mpémer va mpoomafovv vo unv Gupdvovv OTaV TO GLUTANP®UO
TPOTEIVNG eV KATOVOADVETOL 0ALA Vo evBappOvouy to mondi. [TapdAinia va punv to
aeNVOLV va. amacyoAeital pe dAAa Tpdypata (Yo wapddetypa va PAETEL TNAEOpaoN 1)
va mailer) péxpt va d00el To TPOTEIVIKO GUUTANP®UO. APKETE GUYXOPNTNPLL TPETEL
va dtvovtor petd. Av axolovBeiton 1 idwo povtiva kdBe pépa to moudl Bo pabet
YPNYOPO GE OVTO TOV TPOMO OAOYETOC OV UEPIKES QOpEG Umopel va vrdpEovv

evavtidoels. (Kleiman 1998).

AVTUWETOTLG] TOLOL0V KOTA TN OLapKeELN 060EVELNC

Ot vynAég GLYKEVTIPAOGEIS QUIVLAOAOVIVIIG ©0TO oipa &ivar cuvnBiopéveg xoatd tnv

odpkela g acBévelag e€ontiog tov Katafoiiocpod. H dpeén umopel va elvar younin kot m

owyeipion OVoKoAN. Ymhpyovv Alyec oyetikd odnyieg mov kabopilovv v koAvTEPN

avTipLeTOmIon kotd v achévelo o modold pe PKU addd or axorlovBeg pumopetl vo @avodv

XPNOHES:

Noa ovveylotel 1 TpOGANYN TOV TPOTEIVIKOD GLUTANPOUATOS, 0VTO Bo fondcel oToV
avafolopd kot ™ pelmwon cvykévipmong eatvoiaiavivng. Emiong, katd v didpketa
g acBévelag Ba NTav KOAG vo SiveTol TO TPOTEIVIKO GUUTANPOUO GE HKPOTEPEG,
oLYVOTEPES 00GELS KATA TNV O1dpKeLn TN NUEPAS. Ot GLYKEVIPOGELS POVOAAAVIVIG
Ba awEnBovV ypryopa Ywpic TO0 TPOTEIVIKO GUUTANPOUA.

EvBappuvon ovyviic mpdoAnyng motodv vyniAd o€ voatavOpoako Yo mopdostypo

Lucozade, Ribena 1 molvpepn yAvkolnge.
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e Yyvictartol HEPIKES POPES 1| TOPAAELYT] 1GOOLVAU®VY atvulaiavivng. O kotaoAopog
B Kavel TPOEOVAOS KOAVTEPO GLUVOLOGHO OTO EMIMESD POIVOANAAVIVIIG OTO TAAGCLO
amd OTL M O1UTNTIKN POVLAOAOVIVY. Mepikd Toudid vroPEPovy amd LUy VES LOAOVGELG
KOl O10KIVOLUVEDOVY TNV EAAEIYN QOIVLACAOVIVIG OV OlaKOoTel 11 Ay™ 100dVVAU®V
KOTA TNV O1pKELD TNG aoBEVELNG.

e Al QoynNTa YOUNAG GE PAIVOAGAOVIVY TPETEL VO TPOCOEPOVTOL Y10 OPEEN.

o Ilpémer va ypnoiponoodvrar edppoka yopic acmaptaun. (Kleiman 1998).

5.4. Awzpoon otnv sonPeio

H nepiodog g epnPeiag yia tovg acbeveic pe PKU Bewpeitor n mo d0oKoAn, kabadg o
épnPoc dev pmopel e0KOAOL Vo TPOGAUPUOGTEL GTOVG KOVOVEG SLOTPOPNG LLE OTOTELEGUA TNV
avénon tov emmédwv otvoAaAaviving oto aipa. O otox0g ¢ Bepameiog eivor va Topapeivet
ota 700 pmol/l. Eivon mpotyodtepo ot épnPot Kot ot veapol eviAKES Vo KAVOLV TIG SIKEG TOVG
eMAOYEG o€ oyéon Ue TNV TPOGANYN @owvvloraviving €xovtag evnuepmBel yio ta picka
VYNNG ocvuykévipmong ™. ['evikd ot épnpor telvouv va Katavaddvovy ETpa EVOAALAKTIKA
QUYNTA 0TS KOVOVIKO YOUL, UTIEKOTO, KOl GOKOANTO OALL VO UMV TPAOVE GOYNTO VYNAL GE
TPOTEIV 0TS Waplo kot Kpéag. Av vrdpyel Kol TPOTEIVIKO cvoumAnpoua 1 Eexoplom
Brrapivn kot To piypo pe o pétaida gtvar etoyd n Opentikny motdtnto ™G dlotog eivan Eva

0épa avnovymrikd. (Kleiman 1998)

Yvvictatar Otav dev AopPdvetor mPOGANYN TPOTEIVIKOL GLUTANPOUATOS VoL
emutpéneton eEleVOepn mpwTeivn otV dlonta. Av Kot 0 EAeYX0G TNG GatvLAdAAvVivg 6TO aipo
pmopet vo unv gtvar ouyvog kotd v ddpketa g epnPeiog stvor onuavtikd vo dtotnpeitor n
emaen Kot m emkowvavia pe tov éenpo. Ot enayyeipatieg vyeiag mpénet va tvar fondntukol

ka1 ovurapactotikol. Katd m dudpkeia g epnPeiog (>11 erodv) Ba mpénet or EpnPor vai:
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[Mopackevalovy Hovot Tovg T0 GKELAGLOL

Kpoatovv srotpopikcod nueporoylo

YroAoyi{ovv TV nuepn oo KATOVIA®GTN @OVOAOANVIVIG

[Tapaockevdlovv cuvtayEg YOUNANIG TEPIEKTIKOTNTOG GE TPMOTEIVN

[Maipvovuv detypota aipatog pLévotl Tovg

I'vopifouv 10 yevetko voPabpo tne PKU

Eivaw og 6éon va oavtipetonilovv v KOW®VIKY TEST TG CLUUOPP®ONG GTNV
wwitepn katdotaon e PKU kat g dlottog

Kartavoodv to {tnpa e untpwng PKU. (Hendricks et al. 2003).

Aspartame

L-aspartyl-L-phenyl alanine methyl ester

Aspartate Phenylalanine Methanol

H acmaptaun mepiéyet arvvraiavivn
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6° KE®AAAIO:

AIATPOPIKH ANTIMETQIIIXH THY PAINYAKETONOYPIAY

(PKU) KATA THN EIT' KYMOXYNH

6.1 KAnpovouikétnta kai PKU

H PKU eivan pio avtocopiky kinpovopukn acBéveln. H 6éon tov yovidiov PAH
opiletar oto ypopocopo 12. Ilepimov 1 ota 120 moudd Ba kAnpovounoer €va un
QLGOAOYIKO YOViIdlo Ko amd tovg 2 yoveig ot omoiot Ba éyxovv emiong PKU. T'a va
aroktoetl 1o Toudl PKU o matépag mpémnet va eivan popéag: 1 otovg 60 and tov tAnbucud
oto0 Hvopévo Baciielo gival gopeic. Av pia yovaikoa vooel kot 0ev movTpevtel Evav @opéa
tote o€ k0B gykvpoovvn vrdpyet 50% mBavota va amoktnBel modi pe PKU. (National
Society For Phenylketonuria, Management of PKU 1999)

EmmAéov n ayoyn elvolr amopoitnto va EEKVIIOEL TPV TNV EYKLUOGVLVI YloL VO,
emrevyBovv ta embountd amoteléopota. ‘Exovtag o¢ mPoonTIK) TNV QPOVIIdN aLTOV TMV
YOVOIKAOV TPV TV GOAANYN Kol Kotd TNV SIpKEWL TNG EYKLUOGUVNG €ivol amapaitnto va
vrofAnBodv otV KaTtdAANAN Bepancio dote va TpoAneOovV onuavtikés PAAPES oto EuPpuo.
Ot avayKeg TOV YOVOUIK®OV €ivol onUavTIKES eEonTiag Tov KvOHVOL Yo ovarmdPevkTeg PAGPeg
oto £uPpvo ot omoieg oyetilovion pe ™ UNTPIKN @ovvAkeTovovpio. Ouwmg, pmopovv va
emrevyBodv PBertidoelc péom KaAbTepNS Olayeipong 1 omoio wpémel va. EEKVAEL TPV TNV

€YKLHOoLVT| Kol vo cuveyileTon katd T odpketa te. (Koch et al. 1996)

Ymapyoov maveo omd 3000 yuvaikes oe avamapoyoyik nAkio otig Hvopéveg

[ToMreieg pe PKU kou 6000 yvvaikeg otig omoieg copmeptlapfdvovior S1dgopes LOPPES TNG
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vooov kol Ppiokovtal o€ KivOLVO VO OTOKTNOOLV MO HE GUVOPOUO  UNTPIKNG
eowvviketovovpiog. (Mountain  States Genetic Network Services 2000).H 6webvng
Epyaompiaxn ‘Epguva Mntpikig PKU avakoivooe otig Hvopéveg IMolteieg 1o 1984 611
eQOpUOYN og avotnpng dlotag o€ eovuloAoviviy peEldVEL TV voonpdtnta 1 omoio
oyetiletan pe MV UNTPIKY GovuAKeTOVoLpic. AvTth 1 épevva TePAAUPave TEPIGGATEPES OO
400 yvvaikeg pe PKU kot 575 eyxopovovoeg amd 130 avapepdpeva kEvipo Kot PeTaBoAKEg
KAvikég otig Hvopéveg Iolteieg, tov Kavaod kot ™ [eppavia. (Smith I, Cook B, Beasly M.
1991) Xto Hvopévo Bacikero, o péocog 6pog tmv yovorkav mov evtomilovton pe PKU kdBe
xpovo etvar 32,5%. Eixe mpoPrepbei 611 B0 vmpyav maveo amd 500 yvvaikeg oe
avamapoyoywkn nikio pe PKU péypt to 2000 kot avtd 1o voduepo Ba dimiaciactel v

emopevn dekaetia. (Drogari et al. 2003).

6.2.I1poyevwvnTikoc £AeYY0C

Oeopnrikd, pmopel va yivel mpoyevvnTikdg EAeYY0G OE 0KOYEVEIEG OV Ppickoviol o€
KIVOLUVO YPNOLUOTOLOVTOS YOVIdLakd xaptn kot aviivon DNA. Tpénet va onpewmbel 6T, ot
YEVETIKY| £pguva eV LITAPYEL KATL CLUYKEKPIUEVO GYETIKA LE TNV OEVEPYELD TPOYEVVITIKOD
eléyyov kabmg n PKU dev pmopet va dtayveootet evkolo kot Bepamedetol omokAEIoTIKA LeTE,

v yévva. (Lidksy et al. 1985).

[Tap’ 6Aa avtd elvan amapoitnTo vo yivetol EAeyy0S Yo UNTPIKT QOVOAKETOVOVPiL KATA
mv évopén g €yKvpocsvivie. Avtd mpénel vo AapBdvetor voéyn Wwitepo 6 TEPLOYES LUE
oNUOVTIKO TANOLGUO amd UETOVAGTEG TOL TPOEPYOVTOL OO AVATTUGGOUEVES YDPES OTOV O
TPOYEVVNTIKOG €heyy0c O0ev glvorl €100g povtivag kot 1o Tpoid g untépag pne PKU eivon
dyvoorto. (Luke and Keith 1990). O éleyyog Yoo UNTPIKN QOVOAKETOVOLPIO TPETEL VAL Eivarn

puépog ¢ épevvag kdbe veoyvol pe pukpoke@oiio 11 eUPpOov HE YOPOKINPICTIKA UNTPIKOV
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ouvopopov PKU. (Scott et al. 1980)

O Pabuodg dvouopeiog Umopel Vo QAVEL GTOV YUVOUKOAOYIKO LIEPNYXO GE OVTEG TIC
yovaikec. O okomOG TOL TPOYEVVNTIKOD €AEyyov &ivar SmAOG. Apyikd, Otav 1 Pactkn
OVOTOMIKY,  Kopolakn avouoiio evtomiletor vopic oTMV  €YKVHOGUVY] 1 ETAOYN TOV
TEPUATIOHOD TNG €YKLHOoUVNG Bewpeital evdeyduevn. Agdtepov, yio ™ wpOPAeyn HoG
ovoOpoAog  elval  amopoitnTo Vo VTAPYEL TPOYEVVNTIKY QPOVTION G€ TOITPIKN-
Kkapdlayyelakn amokotdotact. (Bryce et al. 1989).

H onéxhion oto péyebog touv ke@oAov mpémel va gival mopamdve omd 3 otdviop
KAT® OO TIC OVOUEVOUEVES TIUES TPV TN TEMKN O1dyvmon. Q¢ CLVERELW, 1 UIKPOKEPOALN
Umopel HepIKES OPEC v PNV gival EQEoviG UéyPL To TEAELTAO diUNVo 1 oKOUO Kol TO TPiTo
tpiunvo. Qg cvunépacua, mpoteivetor ot €ykveg yovaikeg pe PKU va odnyodvior otov
KATOAANAO €101K0 Y10TpO - GOUPOVAO Yia TPOYEVVITIKO EAeyyo Kot TV didyvmon). (Matalon et

al 2003, Joe & Clarke 2003)

Normal head size Microcephaly

——

Miukpokeparia
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H mopamoum oe évov guPpvordyo yio €101k6 vmaépnyo kot guPpuikn axpdoomn
CULVIGTATOL Y10 TV TPOYEVVNTIKY Oldyvewon ovopoiov. H aviyvevon yuo avamtoén esivol
VIOYPEMTIKY AapUBAvVOVTAG VITOWYT TV LYNAN duvaTOTNTO Y10 TNV EVOOUNTPLO AVATTUEN Kot

v gvioyvon ddyvoong g pkpokepaiioc. (Matalon et al 2003, Joe & Clarke 2003)

6.3. ITAOOT'ENEIA

Ot yovvaikeg pe PKU ot onoieg mapapévoov yopic Bepaneio katd v didpkelo g
gykopoouvng avtipetonitovv coPapd mpofinpara. (Koch et all, 1996) Avoyouéva enimeda
QOWVVAOAOVIVIIG OTNV €YKLHOCHVY] TPOKAAODV TEPUTOYEVESN KO 1 €MdpAoT TOLg &ival
avaAoyn pe ovt) mov mpokoiel m vYNAN Kotavaioon aAikooA. (Platt LD, et al 1992) Av
vevvnOel éva moudl pe PKU pmopel va Bepamevtel pe €ykaipn dontnTikn mopEppacn, eve ot
BAdPec mov mpokoAovvtal 6To EUPPLO A TIC LVYNAES TWHES GovLAaAAVIiVIG GTO aipa TG
untépog givar un avaotpéyiuec. (Drogari et al. 2003).

O axpiPng unyoviopog g epPpouikng PAAPNG dev gival yvooTog oAl 1) IKOVOTNTO TOV
TAOKOVUVTO, VO GUYKEVTPMVEL OVOAOAVIVI pmopet va etvart £vag onuavtikdg mopdyovtoc. Av
10 éuPpvo elvar etepolvyo vy 10 yovidio PAH, 10 avopyo nroatikd eviupkd cHotnua
pumopel va €ivar 0 AOYOC Yoo TNV OVIKOVOTNTO VO YEPIOTEL EMOPKDOS TNV TPOGANYM
eawvvloravivne. (Davidson 1989). EmmAéov, 1 cuykévipmon apuvoeémv 6Tov TAaKoLVTa EXEL
®¢ omoTéAeS O TV £KBEGN TOL gUPPUOV GE VYNAOTEPES CLYKEVTIPMOELS POVVAOAOVIVIG OO
otL ot untépa. (Levy 1987).

H é\Aewym tupocivng dev kabBopiletar amd v @oatvorolovivi Kot Toug petafoliteg
™G, aALA o TV EAAetyn M un dpactnplonoinon tov evidpov PAH, to onoio pévo tov 1 o¢
GLVOLOCUO EMOPA Kol TPOKOAEL TNV AVAGTOAN TNG EUPPLIKNG AVATTVENG KT TNV S1dpKELnL

¢ gykvpoovvne. (Levy & Waisbren 1983). H cuyvotnta tov ovopolModv eaivetot vo givot
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katevbeiov  ovoyetiopévn  pe  tov  Pabud  avénong TV  emmédv TG  UNTPIKNG
QOVUAKETOVOLPTIOG KATA TNV S1APKELD KPICIH®V TEPLOOWV EUPPLOYEVESTC KOl OPYAVOYEVESNS

otV gykvpoovvn. (Koch et al. 1996).

6.4. MnTpIKEC EMOPAGELS

Ta Bepehmon yopaxtmprotikd s PKU otig untépeg eivar mopdpola pe avtd tov
YEVIKOU TANOLGHOY, eEapTdtat amd TV coPapdTnTa Kol TNV SLOTNTIKN GCUUUOPO®ON Omd TV
ootk nikia. (Koch et al. 1996). Ta droua pe PKU eivor mepiocodtepo emippeny) o€
KatdOAyn, Taoelg Yo eoPia Kot aropudvmon. (Smith & Knowles 2000) ‘Eyovv eniong 1Q ta
omoia elval aPKETA YOUUNAL GE GYECN LE TOV GLGLOAOYIKO HEGO OPO TOV TANBVGHOD, TPAYLOL
mov opeidetar ota VYNAG emineda pavvroravivne. (Costello et al. 1994).

H untépa PBpioketor oe cuvaicOnuatiky £viaon €nedn avnovyet yuo To EuPpvo kot
pénel va. akolovOnoet pia dlouta dvodpeotn. EmmAéov, yperdletor peyddn gpovtidoa yio va
TPouUNBeLTOVY AVTEG OL UNTEPEG e TNV KATAAANAN LTOGTAPIEN Kol KOTOVONOT KOTd TNV
OLIPKEL TNG EYKVUOGVUVNG KOl VO SLOCQAMOTEL 1] GLVEXOUEVT] VTOGTNPLEN DOOTE Vo TPOANPOEl
N emAdyelog katabAwy. (Costello et al. 1994).

Elvar amapaitto va divovtol cupufovAég oTic UNTéPES TPV TV EYKVUOGVVI Y10 TOVG
Kwvovvoug mov dwtpéxet to EuPpvo or omoiot oyetiCovior pe Ta vymAd emimedo
eawvvloravivng oto mAdopa. (National Society For Phenylketonuria, Management of PKU
1999) ISavikd, m Oepameio mptv TV GUAANYN KOl O OIKOYEVELNKOG GUUPBOLAELTIKOG
oxeOloIOc pémel va divetarl amd Tov modioTpo Kot TNV E01KT KAVIKT] VOGOKOUO TPV VoL
petapepbetl o pla KAvikr evnAikov. Avtég ot ovuPoviég mpémel va divovtor péypt v
epnPeio, €101KA Y100 TOVG KIVOLVOLG TTOV GYETICOVTOL e ToV cVuvdpopo puntpikng PKU. Eriong,
npénel va dtvetan Epeacn ota embountd eminedo NG OVLAGAOVIVIG TPV KOl KOTd TNV

duapkela g eykvpoovvng (60-240 umol/l). (Costello et al. 1994).
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Ot yuvaikeg Oa mpémet va yvopilovv 0Tt aVTA To ENiTEd ElvaL TO CVGTNPA OO AVTA
OV TpoTEIVOVTOL Yo TN Bgpameio KOTA TV SAPKELD TG TPOUNG TodKkNG nAkioc. o v
KaAVTEPN €KPOoT KoL TPOANYT GYETIKA LE TIG EMOPACELS TOL GLVOIPOUOL NG untpkng PKU

Ba mpémer ) dlouta va vioBeteitan wpwv v cOAANYM. (American Academy of Pediatrics 2001)

Mo va emrevybel avtog 0 oTdY0G €Aéyyov omouteital Poaciky] dEGUELON ATO TNV
yovaiko kot vrootipiEn omd  emayyeipotieg Oepamevtég, ot omoiot OBo mpémer va
oLUUPOLAEVOVY  TIG YULVOIKES VO  EMOIOKOVY [0 €YKLHOOULVN €POGOV  TO  EMIMEDQ
eawvvloraviving eivalr oe ovviotdpeveg Olakvpdavoelg (60-240 pmol/l) mepimov vy 4

efdopadec (National Society For Phenylketonuria 1999).

6.5. Al TNTIKN OPOVTION KUTAH TNV OLOPKELY TNC EYKVUOGUVIC

[Ipwv v eykopoovvn 1n dlouto pmopel vo mEPIAAUPAVEL YOAOKTOKOUIKA YOPIg
QOVOAOAOVIVY] KO DTOKATACTOTO QOVOAOAQVIVIG Y0pic TpwTeivn pe emmAéov Prropivn kot
to omopaitnto pétodda Ko tyvootolyeio. To emimedo g @avvAoAavivng mpémel va
eléyyovion efdopadiaimg Kot vo dttnpovviol oto emBuunNTd emimeda Yo 4 gfdoudoss.

(National Society For Phenylketonuria, Management of PKU 1999)

Mia AMota amd eoyntd to onoio propovv va copmepthappavovtatl oty diorta PKU kot avtd

OV TPETEL VAL ATOPEVYOVTOL AVAPEPOVTOL GTOV TTivoka 12.
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IMivaxog 12 :@ayntd to omoio pémel vo TEPLLAPPAVOVTOL 1] VO ATOPEVYOVTAL GTNV

oiara PKU
IIpog amopuyn Na ovpmepriappavovraor
Kpéag [IeprocoTepa ppovTa
Avyad Aoyovikd
Kotomovio Zboyapn

Yapt Bovtupo

I'éra Bpaopéva yhvkd
Topi Mepwcd squashes

AALO YOAOKTOKOUIKE TPOTIOVTOL

AAeOp1 Yoo og TpOTEIVT

Enpot xoapmol

Youl yopunio oe TpmTeivn

Youi Moaxapdvia yopnAd oe Tpwteivn
Mmickota Mmiokota yoapnAd ce Tpwteivn
Kéw Evepyelaxég undpeg youniéc oe mpwteivn
[Tdoteg Ynokatdotato ovyod

Aocmoptaun (Nutra Sweet)

IInyn: National Society For Phenylketonuria, Management of PKU 1999

Amo Vv otiyun mov e yovaika Oa petver éyxvog givon arapaitmro vo avénbet to

GUUTANPOUO TPOTEIVIG YOPIC PatvoAaAavVivn. XTo TPpOTA GTAI TNG EYKVUOGVUVIG 1) VALTi
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umopel va ennpedost TNy 0peén Kot xpetdleTot va 60000V GUUTANPOUOTO VYNAAL GE EVEPYELL
wote va TpoAnebel n andAewo Pdpove. e apketég peréteg Exet avapepbel 611 T0 65% TOV
yovaikov pe PKU dvokodevtnkav vo cuveyicovv v dlawta e&attiog tng Sucdpestns yevong.

(Brown et al. 2002)

Emwcpatel 1 dmoym O0tL o younmAd emimeda TUPOGIVIG NG UNTEPOS UTOPOVV V.
PBAdyovv 10 €uPpuo, Yoo avtd 10 Adyo cvotivetal n xpnom npdcbetng L - tvpooivng ota
copumAnpopato erevdepa tpwteivng. (Davidson et al. 1981) Katd v didpkeia tov dedtepov
Hooh G €YKLHOoLYNG, M avoyn avédvetonr Kabmg to EUPPLO HEYOADVEL YPNYOPO Kot
petafolriler ™ @awvvAaAiavivr. (Recommendations on the dietary management of
phenylketonuria 1993). H mpocinyn eoawvvloravivig mpénet va avéndel Pacilopevn ota
eMmedO TOL AIUATOC KOl TO OGO TOV TPMTEIVIKOD CLUUTANPOUATOS UTopel vo petmbel 060
av&avel N TpdSANYN eatvvraiavivine. O TEPUATIGUOS TNG EYKLUOGUVIG TPEmeL vo. BempnOel
¢ pio emdoyn av ta eminedo UNTPIKNG QatvoAaiavivng eivar aducotoddynta vynid. (Koch R

etal. 1996)

Etvor onupoavtikd va evBappbvetal 1 €yKupovovsa Yo TV avENGCT TOV OmapoiTTO
Bapovg dote vo peiwbei n mbavoétTa 10 EUPpvo var yevvnBel pe pikpokepaiio ‘Exet
emPeforwbet 6TL TO LYNAOTEPO TOG0GTO Hikpokepariog (58%) Ppébnke oe ykveg yuvaikes ot
omoleg eiyov avénon Papovg Ayotepo tov 70% amd tOo ovvictdpevo. O puBudg
pikpokepaiiog ko CHD pmopel vo peiwbBel av n mpdoinyn Opentikddv cvotatik®dv givon
KOTAAANAN 1| yivetal mpoomdOeia Yo Tov EAEYX0 T®V EMMEODV PAIVOAAAAVIVIG GTO OOl

.(Matalon et al. 2003).
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e épevva oV TpaypoTonomOnke ot Apepikn kot otov Koavadd coppeteiyov 292
yovaikeg, amd avtéc ot 150 eAéyyOniov oyxetikd pe v mpdoinym Papovg katd tn ddpkela
™G eykvpoobvng kot ot 142 oyetikd pe v mpdoinyn Opentikdv cvotatikdv. Ta
amoteléopato £3€1Eav OTL To VYNAG emimeda QUIVLANAAVIVIG GUVOEOVTOL OPVITIKE LE TO
puKog Kot v mepipetpo keeaing tov Ppépovg (P= 0,0001). EmmAéov, ot fdopddeg mov
yperalovtat yuo va petwdel n poatvoiaiavivny oto mAdopa og <600 umol/l cuvdéovtor emiong
apvntikd. (Joe & Clarke 2003).

And v dAAn mAevpd ot petafAntéG ol omoieg giyav OeTikny cLoYETION HE TIS
UETPNOELS TNG YEVVNONG NTOV 1) EVEPYEWOKN] TPOCANYN KOl 1] TPOTEIVIKA TPOSANYM NG
unTépoc. YINpye Hio onuovTikn BeTikn cuoyétion petalhd tov ukovs mov eiye 10 Bpéepog Kot
TOV EMIESOV YOANGTEPOANG TO TP®TO Tpipnvo. Ot mapdyovieg mov oyetilovionr pe v
OlITPOPN GLVOEOVTOL UE TO EMMESD POUIVOAAAOVIVIIG TOV TAAGLOTOG LE TTO CMUOVTIKO THV
Stk TpoécAnyn mpwteivng (P<0,01). Bpébnke o611 M mpwteivn givor T0 HOVAOIKO
OpentiKd GLOTOTIKO TO OTOT0 £XEL OTUOVTIKA OPVITIKE] GUGYETION LE TNV QOVLAXAAVIVY] GTO
nhdopo. Emmiéov, pnopel va emnpedost Tig onottoelg o€ dtotnTikn @avviaiavivn. (Joe &
Clarke 2003)

H épevva yio mpoinntiky| Bepaneio oxetikd pe v achévela Exel tebel wg oTdX0G TG
HOPLOKNG YEVETIKNG. ATOUOVOUEVE KOTTOPO NTOTOS £XOVV ELPLTEVTEL GE TOVTIKLM, TO. OTTOia
Oyt uovo 016pBmacav v enidpacn tov PAH adAd éxovv mapapeivel vy yio o pUGIOAOYIKN
Con. Eviéder mopdha avtd n wpdinym kot 1 Bepaneia dev €yovv ypnyopn mpododo. XTo
péALOV, M HETAPOPA QUOIOAOYIKAOV Yovdiomv tov PAH og xOttopa nMrmatog pmopel va
EMTPEYEL GTIG YVVOIKES Vo O1aTnPovV Ta emimeda atvoAaloviviig 6e LGLOAOYIKE Emtimedal
xoplg owutmtikn Oepameia. (Medical Research Council Working Party report on

phenylketonuria 1993).
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ITAPAPTHMATA

Hapaptnpa 1: Mpotevopevn Tposinyn GoIvoAoAAVIVIIG, TPOTEIVIG KOL EVEPYELAS VLA,

Bpéon, tardra ko vijma pe PKU

®uvvraravivy | Ilpoteivy Evépyawa
Hiwia mg/day | mg/kg | g/kg kcal/kg
0-6 umvov 200 20-60 |29 95-145
6-12 pmvov 200 15-25 2.2 80-135

g/day Kcal/day

1-7 ymvov 220 7-25 | 30-44 900 o€ 2300
7-11 etov 250 7-15 | 32-46 1650 - 3300
Kopitow
11-19 gtapv 300 5-11 48-51 1500-3000
Ayoépro
11-19 gtapv 350 5-13 50-64 2000-3900

IInyn: Fima Lifshitz CRC Press, Inc 2000 Florida

Haxkia (¢1) | Kecal/kg | T.IL.(g/kg) | X.I1.(g/’kg) | PHE(mg/kg)

0-1 100-130 | 3 3-4 ~ 50-60
1-2 90-100 | 2-3 25-35 ~30-40
2-6 80-100 |2 2-3 ~25-40
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6-8 70-90 1-2 2-3 =25

8-14 5575 | 15-23 [2-25 ~15-25
>14 45 I —|1-15 Avoyf| / 24 h
®.I1.

* T.I1.= teyvmt tpwteivn (amd To puiypo apivolémy)

* OIL= oevown mpoteivn (amd TG TPOoEEc-eCaptdTon amd TNV ovoyn o€
@otvvAaiovivn)

* 2.I1.= ovvoiun mpwteivn (T.IL+O.I1.)

IInyn: Trahms CM, 2000

66



MNPOXTIGEMENEX

AMINOEZEEA | ITPQTEINH ENEPI'EIA MMPOXTI®GEMENOI MMPOXTIOGEMENA
TYIIOX BITAMINEX & INAEONEKTHMATA | MEIONEKTHMATA MOP®H
g/100g g/100g keal/100g YAATANOPAKEX AIITH
METAAAA
L-apwvoiéa
Pik Aid 4
93.2 77.8 326 0 0 0 Ykévn 400 g
(SHS)
e Evélktn
Aminogran o Agv mepréyen
e Mikpo 6yko
Food VOUTAVOpOKES
97.2 - 400 0 0 0 ¢ Evkoin
Supplement o Ot o€ YevON Xkévn 500 g
TPOETOLNAGio
(UCB)
o Agv wepréyel
Phlexy-10 e Evysvotn
Prrapives/ péraidra Xkovn
Drink Mix 50 41.7 343 44 0 0 ¢ Evélaxtn i
e Awtifeton o€ o (paxeraxia)2
(SHS) o Métprog 6yKog . i
pévo yevon 0g
L-apwo&éo yopniig TeplekTIKOTNTOS 68 VOUTAVOpaKES pE TPocd KN Prrapvav Ko petdiiov
Milupa PKU i o Agv wepréyel Oheg Tig
80.1 66.8 300 8.2 0 Mepuan
2 (Milupa) Brrapives/ pérarro
¢ "o cuykekppévy
i o Tlgpréyer pukpn
niwia
mocoTNTO, i
Milupa PKU e Evkoin Xkoévn 500 g
81.6 68 288 3.9 0 Mepwciy voaTavlpdxwv
3 (Milupa) TPOETOLNAGIN
o Agv amgvBvverol o
O)eg TIc NAkieg
L-apwvoééa pe mpocsdikn véoatavlpakwv, frropivev Ko peTdriiov
P Maxamaid e I cuykekpLuévy
30 25 300 51 0 No * OYK®ONG
(SHS) X nikia
o Agv givon gvygvoTo
XP e Evkoin i
e Agv angv@iverar oe | Xk6v 500 g
Maxamum 47 39 290 34 0 No TposTolnacia
0)eg TIC NAKieg
(SHS) o [Iepiéysr Oreg TIg




Prrapivec/ péraiia

MPOXTIOEMENEL
AMINOZEA | MPQTEINH | ENEPTEIA MPOXTIOEMENOI | IMPOZTIOEMENA
TYIIOX BITAMINEE & | IAEONEKTHMATA | MEIONEKTHMATA | MOP®H
g/100g g/100g keal/100g YAATANOPAKEZX AIITH
METAAAA
MHopdptnpo 2: YIOKOTAGTOON TPOTEIVIG GE OO0 HEYUAVTEPA TOV EVOS £TOVG
Yovéyero,
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Néa mpoidvra

o Agv mepréyer

Prrapivec/ pétaila
Phlexy-10 ¢ Evyevoto
23.8 19.8 371 48.8 10.7 * Yynin Ogppiduc Mrnapeg
bar (SHS) * Bolko
atio 42 g
Phlexy-10 %3 Kéwyovieg
capsules 100 350 4.5 0 (05¢g
3 o Agv mepréyer
(SHS) e Bolké apwvotéa/
Prrapivec/ pétaila ]
o Acv ypardleTon KGyovra)
o Katdiinio pévo 1o
ovapuén
Aminogran nuKiopévovg Tapmhéteg
Food ao0sveig 1.0 g
97.2 - 400 0 0
Supplement opwvoééa/
tablets (UCB) TapmTAéTO)

IInyn: (Shaw & Lawson, 2001)

69




Hapaptnpa 3: Hordikég OPROVAES 0pOV YAALUKTOS KUl TEPLEKTIKOTNTA GE QUIVOALAAAVIVY

Tomog Ieodvvapa Ilepreyopevo Ilepreyopevo
oawvvriaiavivig (50 mg) | rpoTeivng/100 ml | @oawvviaravivye/100
ml
Premium (Cow and 90 ml l4g 60 mg
Gate)
Aptamil First 90 ml 19¢g 60 mg
(Milupa)
Farleys First (HJ 80 ml 145 ¢g 63 mg
Heinz)
SMA Gold (SMA 90 ml 15¢g -
Nutrition)

IInyx: Ronald E. Kleiman 1998
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Hapaptnpa 4: latpika TpoQpa yro Ty Ogpameio TS PoIvVVAKETOVOVPiOg

IIpoiov Erapeia IIpotewvopevn nhkia
Lofenalac Mead Johnson Bpéon
Analog X — P Scientific Hospital Bpéon
Supplies
Phenex — 1 Ross Laboratories Bpéon
PKU 1 Mead Johnson Bpéon - Nima
Maxamaid XP Scientific Hospital 1 — 8 ypovav

Supplies

Maxamum XP

Scientific Hospital

8 ypovav - eviiAkeg

Supplies
Phenex — 2 Ross Laboratories IMoudd - evihikeg
Phenyl Free Mead Johnson [MToudrd
PKU 2 Mead Johnson IMoudd - evihikeg
PKU 3 Mead Johnson "Eyxveg yovaikeg

IInyn: Fima Lifshitz CRC Press, Inc 2000 Florida

Hoapdptnpa 5: Apyikn 6votacn TPOGANYNG QAIVLAGAGVIVIG Y10 £YKVES Yuvaikes pe PKU

Hhwxia IMpoTo Tpipnvo | Agdtepo Tpipnvo | Tpito Tpipunvo
<19 gtv 200 mg 200 mg 330 mg
> 19 etwv 180 mg 180 mg 310 mg

IInyn\: Fima Lifshitz CRC Press, Inc 2000 Florida
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Hopaptnpo 6: IpOTEIVIKO Kol EVEPYELOKO TTEPLEYOUEVO TPOPAOV

YOUNAEG 6€ TPOTEIVY

OV YPNCLUOTOLOVVTUL GE OLONTEG

AvTIKELPEVO QaYNTOV Evépyewa (keal) Mpoteivy (g)
Moaxapovio V2 paysipepévo
XopnAd og mpoTEIvN 107 0.15
Kavovika 72 2.4
1 péto yopui
Xounid oe TpmTeivn 135 0.2
Kavoviko 74 2.4
AnpunTproxa 2 earlavi
Kavovika 45 0.0
XopnAd og mpoTeivn 80 1.0
1 avyo
Xounio og mpmteivn 30 0.0
VIOKATAGTOTO

Kavoviko 67 5.6

IInyn: Trahms CM, 2000
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Hapaptnpa 7: Epotnpotoroylo kotavdrloong Tpoeipemy

MY PKU FOOD RECORD

Name
Date
My formula is
— g (product)
— o7 water My prescriptionis —_______mqg PHE per day
NAME OF FOOD HOW MUCH | ATE PHENYLALANINE
Was it fresh, canned, Use cups, tablespoons, IN FOOD
cooked? pieces {use your list)
Today | drank oz of formula

73




Hopdptnua 8 : Huep1o1o AoitoAdy10 EVI|AMKO IE QUIVVAKETOVOVPIO.

I[Ipéoinyn g1dknc eoppoviac 200 g Phenex 2 pe vepo o€ 1064,64 ml

Evijaikn yovaika pe PKU papovg 63,5 kg

[pocinyn earvoraravivne 400 mg/mpépa

T'eopa IMocotnTO O avoroiavivy poteivy Evépyera
Ipwwvé
Doprovia 236,58 ml 0 13,3 182
Xoudg moptokdt 118,29 ml 11 0,9 56
Anuntproxd Mion| kobma 45 0,7 42
Krispies
Miypa poxkog Mion| koOma 8 0,2 80
Meonpeprovo
Doppovia 236,58 ml 0 13,3 182
Xvpog 6ovmag e 1 xovma 46 1,2 90
vepo
AlMpa 4 52 1,2 48
Kpokepaxio
[Ipdovn cardta 1 xovma 38 0,8 8
Nropdta 2 oo 18 0,7 18
EMég 3 5 0,2 14
[N'oAlkn cdrtoa 2 KOVTOAMEG NG 0 0 120
GOVTOG
KovAovpdxio 6 3 0,1 150

74




KavELLOG YoUnAQ

o€ TPOTEIVN

LVOK
Ddoppovia 118,29 ml 0 6,6 91
Mno 1 pétpro 9 0,4 106
Aginvo
doprovia 236,58 ml 0 13,3 182
[Ipdovn cordta 1 xobma 38 0,8 8
FaAlwn cdhtoa 2 KOLTOALEG TNG 0 0 120
GoVTOG
Moxapovia 1 kot %2 TG KovTOoG 40 360
YOUNAG GE
TPpOTEIVN
YdAtoo vopdtog Mion| kobma 61 21 120
poyov
Xounio og 2 péreg 30 0,6 200
TPOTEIVN GKOPSO
Kpépa Batdpovpo 1 xoVOma 0 0 160
Baopia Bavihog 4 12 0,8 68
LVOK
doppovia 236,58 ml 0 13,3 182
XHvoro 401 70,3 2,488

IInyn: American Dietetic Association, Phenylketonuria PKU Nutrition Therapy.
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