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AlaTPO@IKN AVTIHETONION GUVOPOHOU
Prader - Willi og naidia

NMEPIAHWH

To oUvdpopo Prader Willi ouvioTd pia ondvia veEupOyeVeTIKN
dlatapaxn, Nou xapakTnpicetal and unepPoAikn 6peén e Npoo-
deuTIKA Naxuoapkia, KovTd avdoTna Kal NVeUPaTIKA kaBuoTépnon.
O1 nepioodtepol aobeveiq Exouv avendpkeia auénTikAg oppoévng
kal unoyovadiopd. Ta aiTia Tng unepPoAikig épeéng dev €xouv
OleUKpIVIOTEl. OewpeiTal éTI To NPSPANPa €ykeTal oTnV NoAU pel-
wpévn aioBnon kopeopouy, nou eAéyxetar and Tov unobdiapo. H
oxéon Twv aoBevv e To payntd nepvd anod didpopa oTddia:
¢don enifiwong katd Tn yévvnon, NAxXuoapkia — akOpa Kal xwpIg
unepPBoAikn katavdAwon ¢ayntou - kal apydétepa adngayia /
unepgayia, Petd 1o 40 £€10G KATG H.0. H diaxeipion Tou Bdpoug
KOl TNG OUOCBUPIKNAG OUPNEPIPOPAC Twv aoBevwyv pe Prader Willi,
efval apkeTd OUOKOAN kal cuxvd anaiTel akpaia YETpa NeplopiopoU
Tou gaynTtou. H diatpopiki napéuPBaon Ba npénel va oTOXEUEI
OTn ouykpdThon n peiwon Tou Bdpoug kar oTnv npdAnyn Twv
ENIMAOKWY TNG NAxXuoapkiag, xwpig va neplopidetal o pubudc avd-
nTuéng Tou naidioy. MpoTeiveral N AVTIJETWNION TV A00EVWV WG
duVNTIKG d1aBNTIKWY, WOTE va ENITUYXAVETAI KAAUTEPOG YAUKAIUIKOG
€AeyxoG, eMEw KeVTPIKNAG Naxuoapkiag. Xe kdOe nepinTwon, eival
noAU onpavTiki N diIaTpo®ikn eknaideuon Tou aoBevolg - kal TNG
OIKOYEVEIQG TOU. ZUCTAVETAI OPWG CUVEXAG ENITAPNON, APéPIoTN
ppovTida Kal NPOCcOoXH and TNV OIKOYEVEIA KAl TOV KOIVWVIKS TOUG
nepiyupo aAAd kal eAeuBepia avdAnPng kdnoiwv NpwToBouAiwv
andé ™ pepid Tou aoBevi.(AgAr A’ Maidiatp KAiv AGnvav 2010,
57(1): 34-42)

A€&eig kAe1d1d: Yivdpopo Prader Willi, diatpor, naxuoapkia.

Nutritional intervention to children with Prader Willi
syndrome

G. Milesis

(Ann Clin Paediatr 2010, 57(1):34-42)
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Prader Willi syndrome (P.W.S.) is a rare neurogenetic
disorder characterized by excessive appetite with pro-
gressive obesity, short stature and mental retardation.
Most patients have growth hormone deficiency and
hypogonadism. Causes of increased appetite are not
well determined; it is possibly due to decreased sense
of satiety, which is controlled by hypothalamus. Their
relationship with food undergoes remarkable changes:
failure to thrive at birth, obesity - even without excessive
food consumption - and hyperphagia which begins at
median 4 years old. Weight and behavioral management
is intractable and often requires extreme food restriction
measures. Nutritional intervention should aim to control
weight and prevent obesity complications, without
compromising growth. Treatment of these patients as
diabetic is recommended, in sight of central obesity, so
as to control better blood glucose levels. In any way,
systematic physical activity and social reinforcement
could be of great value. Constant parental supervision,
indivisible concern and attention by both family and
social environment are highly advised; although parents
should be allowed to take some initiative.

Key words: Prader Willi Syndrome, nutrition, obesity

EIZATQrH

To ouvdpopo Prader Willi (Prader Willi syndrome,
PWS) neprypdpnke enfonpa yia npwtn ¢opd To
1956 and Toug Prader, Labhart kar Willi. Eivar ap-
KeTd ondvio, pe ouxvétnta 1 oTig 15.000 yevvrioeig
dovtwy naildidv'. Meavoloyeiral woTtéco, 6T To
OUVEXWG VUOTAYUEVO NAXOUAS aydpl — Mou Mepl-
¢ypaye o Charles Dikkens oTo Pickwick Papers 10
1836 — unépepe and 170 ouvdpopo. Mapdpoia, o .
Langdon Down andé 1o 1864 gixe ndn avagEper Tnv
nepinTwon pi1ag noAu kovini¢ (135 cm), naxdoapkng
(94 kg), diavonTikd kaBuoTepnpuévng, veapnig (26
ETWV) yuvaikag, he MoAU pikpd dvw kai KATw dkpa
kal NaIdIkd ceEoUaNKd XaPAKTNPIOTIKG .

Ta KupIOTEPOA CUPNTWPATA TOU OUVOPOHOU Ei-
val 0 PEIWPEVOC PUTKOG TOVOG KaTd Tn yévvnon,
kdnola duopopPoloyikd yvwpiopaTta (N.X. KOvTé
avdoTnpa, pikpd dkpa yia to Ugog/ nAikia), n
kaBuoTepnpuévn epnPikn avdntuén, o1 DIAaTAPAXEG
kivhong kai Adyou, n vonTikA ducAeIToupyia kal Ta
PUXIATPIKA cUPNTOPATA' . Y€ AUTd NPOoTIOEVTal
unepPolikn 6peén pe NPOOBEUTIKA Naxucapkia,
unoyovadiopdg, ouvexngunvniia kar npoBAfuata
unvou (oupnepMchovopévnqdnv0|oq)4. Kevtpikd
POA0 OTa MEPICOOTEPA CUPNTWHPATA Ppaiverar Ot

naifel o unoBdAapog, kabwg N unvnhiia, To KOVTO
avdotnua (and avendpkeia auénTikNg oppovNG
N napdyovra aneAeuBépwong auTtrig) Kal N Naxu-
ocapkia (and unepeayia kal yeiwpevo aiobnpa
KopeopoU) npokunTouv and kdnoia dlaTapaxn
oTn puoioloyikh AeIToupyia Tou’.

H mio ouxvi aitia (65-75% Twv NeEPINTWOEWY)
gival n andAepn evepyol yevetikoU uAikoU OTO
pakpU okéAog Tou xpwpoowpaTog 15 (q11 -q13
KOVTG OTO KEVTPOMEPIDIO), NOU NPOEPXETAl AN TOV
natépa’. Adpavonofnon Tou yeveTikoU UAKoU unopef
enfong va oupBel kal pe peTdAagn Tou yovidiou
oTtnv nepioxn g11 - 13 oto natpikd xpwudowua
15. EmnAgov, 10 20-25% Twv NEPINTWOEWY OPEi-
AeTal 0€ XpwWPOoWIKA dlowpia, Adyw BAGPNG otn
peiwon 1. Zndvia, artia Tou cuvdPOHOU anoTEAES
Kal N XPWHOOWHIKA HETGOeoN™.

OPMONIKO NMPO®IA

APKETEG NPWIMEG €peEUVEG unooTnpifouv OTI N
avoxn yAukd{ng oTta dtopa pe Prader Willi gival
dlaTapaypévn, e TNV IVOOUAIVN vNOTEIOG Kal TNV
avranokpion autig otn yYAukddn va gival ouxvd
auénpéveg, unodnAwvovTag IvVoouAivoavTioTaon.
AvTiBeTa, npdopaTeg €pguveg og Naidid Pe Prader
Willi, puoiohoyikoU Bdpoug i péTpia naxuoapka,
€deigav peiwpéva enineda — o€ OXEON TA AVAPEVO-
MEVA — IVOOUAIVNG KAl (PUOIOAOYIKA OUYKEVTPWON
yAukédng nAdopatoc’. Enfong, éxouv pelwpévn
avranoékpion oe popTio YAUKSOLNG, o€ oxéon HE
ouvounAika naxdoapka naidid xwpic Prader Willi®.
And n BiBMioypagia npokdnTel 6T To 40-100% TwWV
nadIWV PE TO 0UVOPOPO, UNOPEPOUV and avenapkn
€kkplon auénTikng opudvng. EmnAéov, €xouv peiw-
péva enineda auéntikoy napdyovra OPoIoU IVOOU-
Avnc-1 (Insulin-like Growth Factor -1, IGF-1) ka1 Tng
npwteivng déopeuonc-3 Tou augntikod napdyovTa
6polou Ivoouhivng (Insulin-like Growth Factor Binding
Protein-3, IGFBP-3). Eival dedopévo 611 ol aoBeveiq pe
Prader Willi Ba éxouv npoBAnpata yovipértntag. Ta
KOPITOIa EKONAWVOUV [EY TO DEUTEPEUOVTA XAPAKTN-
PIOTIKG Tou GUAoU, aMd cuvhBwg unopépouv and
ohyounvéppoia’.

LYITAIH XOMATOX

Evwy oTnv anAi naxuoapkia n Ainwdng pdda eival
auénpévn kal n dAinn pAda owPaTog GUOIoAoyIKA
i auénpévn, oto olvdpopo Prader Willi éxoupe au-
Enpévn AiNwdn kar peiwpévn puikn pdda, akdua Kal
oTa aduvara dropa™®. ¥1a dtopa e Prader Willi
napaTNEEiTal kevrpikoU TUNOU Naxuoapkia, n onoia
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MINAKAXL 1. METPA ANTIMETQMNIXHY THX BOYAIMIAY/ YNEPO®ATIAL, ONQX NMPOEKYWAN
AMO TO EPQTHMATOAOQTIO NMOY AOOHKE STOYZ FONEIL AMO TOYZ GOLDBERG KAl TYNEPTATEY*

+ KAeidwpa vrouhamwy kal Puyeiou nou nepiéxouv paynté pakpid and ta naidid.
+ NMapoxn TPoPIpwWY PTWXWV O€ eVEPyeEIa avTi Twv NAoUoIwV evepyeiakd Ovak.
« Emmipnon tou naidiol ndvrorte, €1dikG éTav BpiokeTal yUpw and gaynTo.

- EniBpdPeuon nou dev oxetiCeTal pe TpOPIPA.

+ YnoAoyiopo6g Twv Bepuidwy Kal NEPIOPIOPOS AUTWY TOU YEUPATOC, (OTE VA NAPEXOUY apyoTEPA

éva ovaK.
- Mapoxn pikpwyv pepidwv oTo naidi.

+ ®povTida dMwyv naidiwy pévo étav To naidi pe Prader Willi dev eivar napdv.
- KatavdAwon ovak ané Toug yoveic pévo étav 1o naidi pe Prader Willi dev gival napov.

- Mia 1d1kn diarTta.
- E10IKéG oUpPBOUAEC yia To paynTd o€ €0TIATOPIO.

- 2epPipiopa Tou paynToU anokAgIoTIKG and Tnv koudiva kal 6xi and To Tpané(.
- ®UAa&n ovak oTnv KPEPATOKANAPA TWV YOVIWY i 0€ MO €101KO HEPOG NMOU VA KAEIDWVEI.

- Tpnon auoTnNPWy wWPWV yia Ta yeduara.

» Mapoxn pionig pepidac payntol oTo Naidi WoTe va {nTricel NEPICOSTEPO PETA and Afyo.

+ Xopriynon €I0IKWY OVaK yIa TO 0X0Ag(0.
+ 2uoTnuaTiki doknon kal dpaocTnpiéTnTa.

- 2epPipiopa Tou MidTou PE TEToIo TPOMNO WOTE N NOOATNTA TNG TPOPNG va PoIddel NepIoodTEPN aAnd

éon gival.

+ 2uiTnon Tou pevou nou Ba napayyeilel To naidi npiv Ndve oTo £0TIATOPIO.

+ Alatipnon pIkpi¢ NoodTNTag payntou 6To CNiTI.

- KatavdAwon pévo Tpopipwy prwxwv o€ AMog kal evépyela ané dAn TNV OIKOYEVEIQ.
- Mpotponn Tou NaIdIoy va CUPHETEXEI OTO OXEDIAOPS TOU PevoU, WOTE va Pnopel
va KaTaAGBel To evepyelakd kal AMISIKG NEPIEXOPEVO TWV TPOPWV.
+ 2Uvd@vTnon TWV YovIWV PE Toug daokdAoug Tou naidiol yia va eEnynoouv To cUvOPOoO.

ouvodeUeTal and PeEIWPEVO, O oxéon PE TA AAAa
naxyoapka éropua, onAaxvikd Anoc’.

O1 Brambilla kal ouvepydTeg, xpnoiponoiwvTag
anoppo@nalopeTpiag akTivy X SINARG evEPyEIag
(dual energy x-ray absorbiometry, DXA) €dei&av 6T
aoBevei¢ pe Prader Willi éxouv peiwpévn 1oxvi pdda
OWHATOG Kal UPnASTEPO Adyo AiInwdoug Npog dAinng
MAlac oWPaTOG, CUYKPIVOPEVOI JE UYIEIG pUCIOAOyI-
koU BApouc evAAIKEC kal pe UYIElC naxUoapkouc'’.
O1 gpeuvnTég unooTtnpiouy eniong 61 N dAiNn pdda
OWMATOG PEIWVETAI JE TO NEPACHA TNG NAIKIAG. TNV
id1a kaTevBuvon, ol Eiholzer kar ouvepydTeg, £€dei&av
ME METPNON BEPUATIKWV NTUXWV OTI AkOUa KAl OTa
npwTa xpoévia (wnig Toug, Ta naidid pe Prader Willi
€XOUV PN QUOIoAOYIKG pelwpévn dAinn pdla owpaTog
Kal AuEnPévo NooooTé cwHaTIKOU Aimoug .

EminAéov, To NEPIEXOPEVO TV OOTWY O AVOPYava
otoixeia (Bone Mineral Content, BMC) eivar pikp6-
TEPO and TO AVTIOTOIXO UYIWY NOXUoapKwY, A Kal

auTWVY e puaiohoyikd Bdpoc .

ENEPTEIAKH KATANAAQIH

H pikpn 1oxvrl pdda owpaToG Nou OXeTICETal JE TO
oUvdpopo Prader Willi mBavév va avravakAd peiwpévn
MUk pdda, nou pnopei va oxetiCetal pe Tn og1pd TN
ME TN PETPIO KAIVIKIA unoTovia kal Tn GTwxr UK
anédoon oTa dTopa auTd. O PEIWPEVOG MUTKOG 10TOG,
nou eival peTaBolikd evepydg, o€ ouvduaopud PE TN
MEIWPEVN puUOIkr dpaoTnPIdTNTa, NOPE( va dikaloAo-
yrioel Tn pikpri evepyelakn katavaAwon Twy aoBeviv
pe Prader Willi. “Exer kataypagel 611 o1 aoBeveic auTol
kaTavaAwvouy 50% AiyéTepn evépyeia and Toug UYIEiG
naxuoapkoug evihikec'’. O1 Goldstone kai cuvepyd-
Tec"” €de1&av 6T1 01 SIAPOPEC OTOV PETABOAIKG PUBS
npepiac oe yuvaikeg pe Prader Willi eEnyouvrar and tn
MN QuolohoyIki cUOTACN CWHATOG, UNOBNAWVOVTAG
OTI N evepyelakn Toug kaTavdAwon givar puaoioloyikn
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o€ 10Tk eninedo.

AIATPO®IKH rYMNEPI®OPA

H oxéon Twv aoBevyv nou unopépouv and Prader
Willi pe To paynté nepvd 3 gdoeic'’: (a) duckoAia
eniBiwong, (B) naxuoapkia kar (y) uneppayia. Ta
naidid autd yevvioUvTal Y CNPAVTIKA unoTovia Kal
MEIWPEVO TO avTavakAaoTIKG Tou BnAaopou, ondTe
Ta negpioodTEPa xpridouv oiTiong péow KaBeTripa
ylo apkeTEG BOOPAdEG. AnoTéAeopa auTou eival
TO BPE€Pog va pnv avanTiooeTal cwoTd Kal va
pnv nafpver edkoha Bdpog. Xtn delTtepn pdon,
nou &exivd petalu 1-4 etwv, 170 Bdpog au&dveral
paydaia Adyw peiwpévng dAinng pélag cwpaTog,
aképa kal xwpic va augnBei n npdoAnyn evépyeiac.
TéNog, kaBw¢ peyalwvouy, peTta&ld 5 kar 12 eTwy,
au&dvel kal To evOIaPEPOV TOUG YIA TO paynTo.
Melvouv cuvéxela, JnopoUv va KATavaAwoouy MNoAU
MeyAAeG NoodTNTEG paynTol, av ival dIaOEoIJEG.
Ye NPSoPaTeC €peUveC '°, Ta enfneda yKpeAivng
opou nTav onpavtikd augnuéva os naidid pe Prader
Willi, oe oUykpion pe ocuvopriAika naxdocapka
naidid xwpic To oUvdpopo. Aedopévou Tou OTI
n ykpeAivn npodyer Tnv 6peén kar katd ouvéneia
TNV KaTavAAdwon gaynTou eppnvelel v JEPEI TV
anepiépioTn 6pe&n Twv aoBevwv.

H ekdrnAwon adngayiag/ unepgpayiag cuvodeu-
€Tal ouvABw¢ anod eypovi yia To paynTd. H nAikia
nou AapBdvel xwpa auth n arayn dev kabopideral
eUkoAd, aMd ouvriBwg ouvodeleTal and naxucap-
kia. Or Holland kar ouvepydteg avagépouv péon
nAikia évapéng TnG unepgayiag ta 3,4 €tn (eUpog
1-9 ¢n)".

O1 Lindgren ka1 cuvepydTec'® €dei€av 611 6Tav
ota naidid pe Prader Willi d00el anepiépiotn npod-
ofaon og paynTd dev TPWVE Mio ypriyopa and Ta
uyIn, naxdoapka n puaoioloyikou Bapoug naidid.
AvTiBeTa, eixav peyahiTepn didpkela yeUPaATOG Kal
MIKPOTEPO aPXIKO PUOPO OITIONG OE OX€ON E TIG OUO
opddeG eAéyxou. BEBala, o pubpdg katavdAwong
TOU paynToU ATAV QVTIKEIPJEVIKE YPIIYOPOG, EVW TO
népag Tou yeUpaToG BewpriBnke apketd kabuoTe-
PNUEévo. Meyovos nou pag odnyei oTo cupnépaocua
OTI yla Tnv unep@ayia eubuveral NePICOOTEPO TO
MeElwpEvo aioBnpa kopeopoU kal AiyodTepo n au-
&Enpévn Speén.

Ta dropa pe Prader Willi eivar mo niBavo - og oxé-
on PE OPAda eAEyXOU UYIWY NAXUOAPKWY ATOMWY
- va d1aAé&ouv peyahUTepn NOoGTNTA ANG OXETIKA
ANyOTEPO NPOTIUNTED TPOPIHO, UNODEIKVUOVTAG OTI
N noodTNTA TOU paynTou gival kaBopIoTIKOG Napd-

YOVTOG yIO TIG DIATPOPIKES ENAOYEG Touc'”. EnéAeEav
MeYaAUTEPEG HEPIDEG paynTOU, AKOUA KAl AV PECO-
AaBodoe pia avapovn 15-60 deutepoAENTWY PETAEY
NG eNIAOYAG Kal TNG Nnapouciaong Tou (paynTtou.
MpoTipnoav dnAadn va NepIPEVOUV NPOKEIPEVOU
va kaTavaAwoouv peyaAdtepn noodTnTa.

AIATPO®IKH ANTIMETQNIZH
1. Bpépog

O oT16x06 oiTiong evos PBpépoug pe Prader Willi
Ba npénel va eival n napoxn enapkoUg eVEPYEIQG
Kal npwTeivng, woTe va eaoPalioTel N KATGAANAN
auv&non Bdpoug-Uyoug, ota nAaiola TNG avAanTugng.
Ta Bpépn kdTw Twy 12 pNvwv anairody TOUAdXIoTovV
TNV nNpoTelivopevn kad’ nuépa npdoAnyn Npwrei-
vNnG - evépyelac. To pNTpikG ydAa i To avrioToixo
unokatdoTaté Tou Ba npénel va givar To KUpIo ¢pa-
yNTO TOU PEXPI TNV NAIKIO TwY 6 PNVWV. X KAMOIEG
nepINTWOEIG, XPelIdleTal oupnAipwpa evépyelag/
npwTeivng padi pe To PnTpIkS ydAa, i evaAAakTikd
TN XOPriynon nio nukvou unokaTdoTaTou, WOTE Va
NAPEXOVTAl IKAVOMOINTIKEG NOOOTNTEG OPENTIKWY
OUOTATIKWY KAl EVEPYEIQ OE PIKPOTEPO GYKO TPOPNG.
Ta nepioodtepa naidid xpeiddovral kivnolobepaneia
OTOMATOG YIa va BEATIWOOUV TIG OEEIOTNTEG OITIONG,
AOYyw TG €vTovng PUTKAG unoToviag katd Tn yévvn-
on. Evdéxetal pdMioTa va xpelaoTel kal oimion péow
KaBeTrpa yia apkeTEG ELOOUADES, NPOKEIPEVOU VA
eCaopaiiooupe enapkni evépyela kal OpenTikd ou-
oTaTikd yia Tnv avdntuén. Apketd Bpépn, eniong,
ekdnAwyvouv yaotpoolocopayiki nakivopdunon,
ondte xpeldlovral KAaTAMNAN paPUAKEUTIKA ayw-
yn, ndkvwon TnG TPOPG TOUG Kal oiTion og 6pBia
oTdon cWwpaToc.

2. Naidi

2TOX0G TNG DIATPOPIKAG Napépfaong Ba npénel va
givar n npdAnyn Tng unepPoliknic aténong Bapoug,
Kupiwg oto didotnpa 1-4 eTwiv. MNa 10 Adyo auTd,
n avénon Bdpouc - UYoug Ba npenel va eAéyxeTal
TouAdxioTov o€ pnviaia Bdon. To Bdpog oe oxéon
ME TO UYog Ba npénel va kupaiveral JeTagu 25ng
ka1 75n¢ kAipakag, n avrioToixa o dgikTng pddac
owpaToG va punv unepPaivel To 85% oTIG kapnUAeg
avdntuénc®.

O1 Schmidt kai cuvepydTec” avapépouv 6T av
kal n dloTpo@IKA NapéuPacn oTa NPWTa TECOEPA
xpovia (wng Tou Naidloy PNopEel Jev va TO NPOPuU-
A&€el ané unepPoAiki avénon Tou Bdpoug, enn-
pedlel O apvnTikG TNV avdntuén Tou UYPoug Tou.
YLuykekpIpéva, o 9 naidid (7 kopitoia, 2 ayoépia)
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nou diayvwoBnkav pe Prader Willi peta&l yévvnong
kar 18ou priva {wng, €yive d10TPOPIKA napéuaon
andé Tnv nuépa didyvwonc' (opdda A). Tnv opdda
eAéyxou anoTéAecav 8 naidid (6 kopiTtola, 2 ayépia)
nAikiag 11-17 eTwv, nou diayvwoBnkav pe To olv-
Opopo peTa&y Sou kal T20u €TOUG KAl MOU OgV gixav
AdBel kapid dlaTPOPIKA PPOVTIda PEXPI AUTA Thv
nAikia (opdda B). EAgBnoav dedopéva avdntuéng
Yo Ta NpwTa 4 xpdvia TN (wnG SAwv Twv NaIdIwV
0€ TOKTIKEG ouvedpiec (avd 6 prveg yia Tnv opdda
A, avd 12 pnveg yia Tnv opdda B). H diatpogikn
napéuBaon nepieAdpPave 10 kcal/ cm douc npe-
pNoiwg, ek Twy onoiwv 55% and udatdvOpakeg, 25%
and npwteiveg kal 20% and Ainidia, xwpig eninAgéov
X0PAYNON CUMNANPWHATWY BITAPIVWV KAl JETAMWV.
2NV nAikia Twv 2 €76V, NAPOUGCIACTNKE ONPAVTIKA
dlapopd oto Aeiktn Mddlag ZwpaTtog (Body Mass
Index, BMI) kar o1o Ugog Twv dUo opddwy, nou
au&nbnke oTo 30 Kkal TO 40 £T0G. XTNV opdda A, o
BMI diatnpriBnke oTaBepdg péxpl To 40 €10¢, aAAG
TO UPOG NAPEMEIVE PEIWMEVO and TO 20 €wG OTO 40
€T0¢. 2TnV opdoda B, o BMI auéavdtav otadiakd
kar oTa 4 €tn napakoAhouBnong, evw eupAavioav
MIkpOTEPN UCOTEPNOn avdanTuéng (catch up growth).
EminAéov, Ta anoteAéopaTta TnG avdAuong d1aTPO®I-
KWV avakAnoewy TNG opddac A unodeikviouy 6T N
ofarra Toug anoteholvTtav and npwreives, Ainidia kai
udatdvBpakeg nou avtioToixoloav oto 145%, 61,8%
kar 70% katd géoo 6po avTioToIXa, TwY OUOTAOEWY
yia Tnv nAikia. O1 ouyypageic unooTnpiCouv Aoindy
o7 €iTe n diaima TNG opddag A dev ATav ENAPKAG EITE
n napéuPaon éxel apvnTikA eNMTwon otnv avénon
TOU UYPoug TOUG.

Ané Tnv oTIypA nou To Bdpog au&dveral paydaia,
npé€nel va neplopiCetar n evepyeiakn npéoAnyn, va
kaTapepiCeTal To paynTo o€ TAKTA Xpovikd dIaoTh-
paTa npepnoiwg kal va neplopidetar n npéoBaon
oto payntd. O1 Holm kar Pipes unootnpidouv Ot
Ta naidid pe Prader Willi, peta&d 4 kar 14 etwy,
xperdlovral 50-75% Tn¢ evépyeiag nou anaitouv
OUVOPRAIKA UYIR NaIdIG?. IXETIKEC EPEUVEG BETOUY
Ta 6pla evepyelakng npdoAnPng npog diatripnon
Bdipouc peTa&l 8-14 kcal/cm? kai 10-11 kcal/cm?’,
O Stadler” nporeivel 611 n Siatpo@ri Tou naidioy Ha
npénel va gival icopponnpévn og udaTdvBPaKeG Kal
npwrteivn (50% kai 25% Tne evepyelaknig npdoAnying,
avtioToixa) kal pTwxn og Ainapd (25%). BéRaia,
n dlaTpo®r Npénel va eival eNapkni¢ o NpwTeivn,

2e 4 and Ta naidid autd, n diatpo@ikh napéufaon
&ekivnoe petd tnv évapén tng unep@ayikric edong.

anapaitnta Ainapd oéa, Birapiveg, yeTaMikd oTol-
xefa (n.x. aof€oTio) kal, av xpelaoTel, va doBouv
TG QVTIOTOIXO OUMNANPWHATA.

210 naxvoapko naidi pe Prader Willi npéner va
eniBANBel neplopIopdG TNG evepyelaknig npdoAnPNg
Kal [ow¢ paPUAKEUTIKA aywyn yia Tov NePIOPIoPd
NG 6pe€rig Tou. Av upioTaTal coPapn naxuoapkia,
n npéoAnyn evépyeiac Ba npgnel va kupaiveral
HETa&U 6-8 kcal/cm, npoc anwAgia Bdpouc”, pe
eVOEXOUEVN XOPNYNON TwV ANAPaiTNTWY oUPNAN-
PWHATWY BITapIVIY, JETAAMWY Kal anapaiTnTwy
ANnapwv o&wv.

Y& pia avagopd nepiotatikod and toug Descrildre
A. kal ouvepydTec” neplypdpetal 6T n xophyn-
on unoBepuIdikng diarrag 600 kcal npepnoiwg kal
pnxavikoU agpiopol BeATiwoe TNV avanveuoTikA
Aermoupyia og aoBevri pe Prader Willi. To ayépi au-
16 nAikiag 3 eTwv kal Bdpoug 48 kihwv (300% Tou
1davikou Bdpoug) avdnTuée kudvwon, evandBeon
Amoug oTa BwPAKIKG TOIXWUATA, NVEUUOVIKA UNEP-
Taon, unoagpiopd kal Bpadukapdia. Metd and 4
MAveg, QUyICe 22 kIAG (200% Tou 1davikoU BApouc)
evl) BeATiwOnke n kapdioavanveuoTikr AsiToupyia
KQl UNOXWENOE N NVEUMOVIKA unépTaon.

Av kai Ta naidid pe Prader Willi éxouv peyaAdtepn
euaioOnoia oTnv IVOOUAIVN 0g 0X€0N e CUVOUNAIKO
naxdoapka naidid, nou de PEPOUV To cUVOPOO,
n eIKOvVa KEVTPIKAG naxuoapkiag nou gpgpavi(ouv
eNIBAAMel TNV avTigeTWNIoN Toug pe Baon TIG diaTpo-
PIKEC 0dNYIEC yIa oakxapwdn diapATh?. EEGMou, n
avebéheyktn avénon Tou Bdpouc odnyel og EknTwon
NG kaPdIayyeIakng Kal eVOOKPIVIKNAG Aeroupyiag (o.0.
MN IVOOUAIVOEEQ PTWHEVOG 0aKXapWANG d1aBrTNE) Kal
TeAIkAG o€ BdvaTo. O kaTapePIoPOG TOU paynTol o€
MIKPG Kal TOKTIKG yeUpaTa, N NEpIopiopévn npéoAnyn
Anapwv (25-30%), n enapkni¢ npepnola npdéoAnyn
oUvOeTwv udaTavipdkwy kal N augnuévn npéoAnyn
QUTIKWOV Vv (and ¢ppouTa, Aaxavikd, un eneéep-
yaopéva dnpuntpiakd kal dAeupa) Ba wpeArioouv
oUTw¢ N dMw¢ auTou¢ Touc aoBeveic. AuvnTikd, n
xpron udatavlpdkwy xapnAou yAukaipikou deikTn
MNOPEl va BeATIWOE! TOV YAUKAIHIKG EAEYXO.

Y1a nAaioia TNG eknaideuong Tou naidioy pe Prader
Willi, o Bpetavikd¢ 2UMoyog ATépwy pe Prader
Willi**, unooTnpiCer 611 6a npénel va evnuepwveral
TO Npoownikd Tou oxoAeiou kal ol dvBpwnol nou
TO ppovTiCouv (OTo PaynTd Kal TNV WPA TOU nal-
xvId10U) yia Tov avaykaio d1aTpo@Ikd NEPIOPIOHO.
Y& kapId nepinTwon dev Ba npénel va pévouy poéva
ME TO paynTo Ta NaidId auTd, evw Ba nTav okénipo
va evnuepwBoUV kal ol CUPPABNTEG TOuG yia Tov
€leyxo kaTtavdAwong TPOPAG Nou anaiTeiTal oe



Aeht A' Maidiatp Khiv Maven ABnvayv 57, 2009 39

naidid pe Prader Willi, n.x. yia 10 yeyovdg 6T dev
Ba npénel va Toug NpooPEéPouV To Nepioceupa
TOou payntoU TouG. To NPoownikd Tou OXOAgiou
Ba npénel va éxel evnuepwOel 6T Ta dTopa auTd,
AOyw PUTKAG aToviag, kdvouv noAU ondvia gueTo.
MNa 1o Adyo autd, anaiteitar dueon 10TPIKA ENEP-
Baon, og nepinTwon e&€ueong, 10IKA av upioTaral
{ntnua katavdlwong aloiwpévou Tpopipou A
notou. Q¢ ek ToUTOU, KPIVETAI IOIAITEPO ONUAVTIKA
N OUVEPYOAOIT TNG OIKOYEVEIOG E TO OXOAEIO, WOTE
va pnopel To Nnaidi va eAéyxeTal kAl va eNITNPEITal
ouvéxela. H oupnAipwon evog nugpoloyiou kata-
vdAdwong Tpopiuwy 0To oNiTI KAl TO OXOAE/0 pnopef
va anoTeAéoel éva kaAd epyaleio akdpa kal yia Ta
peyaAUTepa naidid kal Toug eprifouc.

MapdAAnAa, Ba npénel va evBappuveral n avd-
NTUEN KOIVWVIKWY OeEIOTATWY, Nou ival ouviBwc
PTWXA EKPPACHEVEG ONWG TO VA PNV OIAKONTOUV
MIa oudATnoN, va pnv oTéKovTal avapuooTa ané-
vavTl oTov dvBpwno nou piAdve, va pdbouv va
poipddovTtal. Enfong, de Ba npénel va anokAeieTal
10 Na1di pe Prader Willi and €101kEC NePINTWOEIG,
n.X. oTa yeveéBAIa evéG ouppadnT, e€aiTiag Twy el
DKWV dIATPOPIKWY TOU avayKwy. Oa npénel va Tou
OideTal n enihoyn WoTe va pnopel va auéopeiwoel
TNV NOoGTNTA TOU paynToy Tou oTo oniTi™e.

3. ’Epnfog

Ta npoBAripaTa pe 1o paynTtd Twv acBevv
pe Prader Willi evreivovral katd Tn didpkeia TG
epnPeiag, étav yiveral no évrovn n aiobnon Tng
KOIVWVIKAG anopdvwong kal N EAAEIPN KOIVWVIKWV
oe&lotritwy. O1 oUVAICONPATIKEG KOl CUMNEPIPOPI-
OTIKEG O1ATAPAXEG MOU EKONAWVOUYV duoxepaivouv
NoAU Tnv avTigeTwnion naidiwy autwy. H duobu-
Mia, o1 ekpri&elg opyng, N PEIOTIKA KAl XEIPIOTIKA
oupnepIPopd Toug NnpokaroUv NARBoG NpoPAn-
MATWV OTIGC OXEOEIG TOUG TOOO PE TNV OIKOYEVEID
KOl TOV KOIVWVIKO TOUG NEPIyupo, 600 Kal PE TOUG
OepaneuTég Touc”.

O State kal ouvepydTe ava@épouy TNV Unapén
ONPAVTIKA QUENPEVWY PUXAVAYKACTIKWY - IDEOANMTI-
KWV oUPNTWUATWY og aoBeveiq (NAikiag 4-20 eTwv)
pe diayvwopévo Prader Willi, ouykpITikd pe aoBeveig
ME «napodpoiou Tou Prader Willi cuvdpduou», nou
Sev eixav GUWC To yovéTuno TN véoou®®. O1 ouy-
ypPaQeic péAiota Bewpouv 6Tl Ta CUPNTWHATA AUTd
KaTEXOUV KevTpikd pOAO OTh CUMNEPIPOPT TOUG.
2e oUykpion Pe voonpd naxyoapkoug i Nveupa-
TIkG KaBuoTepnNévoug avBpwnoug, ol aoeveiq pe
Prader Willi ekdnAwvouv pe onpavTikd peyaAdtepn

ouxvéTnTa avdloya cupntopata®. Eninpéobera,
noAAof acBeveig éxouv kal HaONGCIAKEG OUOKOAIEG,
nou Pnopei va enidpdoouy oTn CUKPNEPIPOPJ, Kal
Mnopel va ekdnAwBouv akdpa kal 4Tav To GTOMO EXEl
OXETIKG KaAS diavonTikd enfnedo. ‘Onwg avapépouv
ol UNTépPeC Twv NaIdIWY pe Prader Willi*, n yvdon
Tou naidiol yia Tnv miBavi e&€AIEA Tou au&dvel
akOa NEPIOCOTEPO TO YPUXOAOYIKS POPTIO TOU.

MoAAd andé auTd Ta cupnNTWPATA Pnopel va
ennpedoouv Tn diadikaoia eknaideuong Tou aobe-
voug, TN OX€0N TOU PE TOUG BEPANEUTEG, AANG Kal
TN oUPPOPPWON Tou oTh BepaneuTikA diadikaaoia.
Kat’ enéktaon, pe Tov Tpono autd ennpeddetal
1600 n diatpoPikA NpdoAnyn, 600 KAl N oxéon
Tou a00evoUc PE To PaynTd. OcwpeiTal OeDOUEVO
0TI 01 aoBeveic auTtol emoTpaTedouv TO PaynTod
npog avakoUpion TnG apvnTikrig d1dBeong (comfort
food)™". MNa 1o Adyo auTé, ol acPeveic ue Prader Willi
ap€okovTal o€ TPOPIUA PYE UPNAR NEPIEKTIKOTNTA OF
udATAVOPAKEG (EVOEIKTIKO cuvaloOnuaTikoud gpayn-
TOU), o€ avTiBeon pe dAoug voonpd naxduoapkoug
nou npoTigovV nio Ainapd Tpé@ipa™.

01 Goldberg kar cuvepydTec’” xpnoigonoincav
456 oikoyEveleg, nou kabeuia eixe Eva PENOG KATW
Twv 25 etwyv Pe Prader Willi, TI¢ onoieg xwpioav
o€ 2 opddec. H opdda A (n=230) éAaBe éva epw-
TNPATOAGYIO yIa va NepIypdPel TIC OTPATNYIKEG
avTIJeETWNIoNG Nou akoAouBouv. Ta anoteAéopata
avaAuBnkav kal diapopPwOnke €va vEo EpwTn-
MaToAGYI0 Mou apopoUce Tn cuxvETNTA XPHONG
TETOlWV peEBOdWV. To OeUTEPO €PWTNHATOAOYIO
060nke ota dTopa TnG opdda B (n=226) yia va
TO CUPNANPWOOUV KAl va 0xXoANIdoouV TNV ano-
TEAEOPATIKOTNTA TWV PETPWY MOU NPOTEIVOVTAL.
Ta nio anotehecpaTiKG PETPA yIa TN diaxeipion
TWV JIATPOPIKWY KPIoEWY aMdA kal Tou owlaT-
koU Bdpou¢ Twv aoBevwyv auTwyv napabETovTal
otov nivaka 1. O1 nepioodTEPEG aANd TIG AVWTEPW
ouUoTdoEIG , GMwOoTe, TauTi(ovTal YE TIG NPOTACEIG
Tou Apepikdvikou ZuAMéyou ATépwy pe olvdpouo
Prader Willi** >, ZUupwva pe TIC anavTAcEIC Twv
yovidv>, Ta npoBAipaTa otn Siaxeipion Twv nai-
O1wv, €10IKE TNG OUPNEPIPOPTAG TOUG, EVTEIVOVTAI OE
peydAo Babud otn didpkela TnG epnPeiag, éTav kal
Oev anodéxovTal NAEOV TO OTI €XOUV DIAPOPETIKESG
avdykes and Toug ouvounAikolUg ToUG.

ExkTOC and TIC avwTEéPw OUPNEPIPOPIOTIKEG Te-
XVIKEG, KpIvETAl anapaitnto va eknaideudei 6An
N oIkoyEvela oTny enihoyn TPOPIPwWY PE AiyOTEPEG
Beppideq. Ané Tn oTiyuri nou N NoodTNTA, AkOUaA Kal
og Bdpo¢ TG apgokelag, eivar éva and Ta KupIoTEPa
KPITAPIa TPOPIKWY eNdoyWv'’, Ta AlyéTepo nukvd
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o€ evépyela TpOPIPa eniBapuvouy TouG aoBeveig
pe Prader Willi, og pikpoTepo Babué.

AAAEX OEPANEIEX

O1 aoBeveic pe ouvdpopo Prader Willi pnopoulv
va BonBnBouv apkeTd and Tnv avénon TNG PUOIKAG
dpaotnpidtnTag. H doknon diadpaparticel onpavTikd
poAo aTov €Agyxo Tou cwpaTikoU Bdpoug. Ta pikpd
naidid pe To oUVOPOMO Pnopouv va BondBnbouv
and Tn puoloBepaneia, To KOAUPMI KAl TNV INNACIa.
YToUG £pnPBouc, dNwG Kal 0TOUG EVANIKEG, CUCTAVETAI
agpoPiki doknon PETPIAG évTaonG PE avTIOTAOEIG,
TouAdxioToVv 3 PopPEG TNV BOoudda (10avikd KE0e
ME€Pa). AuTOG 0 TUNOG doknong Unopel va BeATiwoel
™ peiwpévn pdda kal Tnv Ania unotovia nou eni-
HEVEI OTNY eVAAIKN (WA’ AESOPEVOU TOU YEYOVATOC
o1 Ta NadId pe Prader Willi éxouv ouxvd peiwpévn
aioOnon 1copponiag kal ouvToviopou, JNopel va
néoouv eUkoha. Eneidn dpwg €xouv kal augnuéva
6pla avroxnig oTov Névo, unopel va pnv avriAngdouv
Tov 6nolo TpaupaTiopd. ‘Otav dpws napanovebolv
OTI novouy, Ba npénel va dideTal peydAn npoooxn,
kaBwe NoAAG ooTIkd KaTdypaTa nepvolv anapaTi-
pnTa ota naidid autd™.

H avacuvduaopévn avBpwnivn auénTikrl oppédvn
(recombinant human Growth Hormone, rhGH)
Mnopel va xpnolgonoinBel petd Tn cupnAipwon
Tou npwTtou xpdévou. ‘Exer Bpedel &1 au&dver Tnv
dAinn pdda owpaTog kal BeATidver TNy ka®” dPog
avdanTuén kai To PRKOC Twv dvw drkpwv’’.

H xopriynon unoguoliakwy Kal YovadIKwy OPHOVIV
pnopel va auérioel TNy autoneno®non Twv aoBevwy
pe Prader Willi, kaBw¢ BeATivover Ta deutepelovta
XAPAKTNPIOTIKG Tou pUAoU>’. QoTé00, N Bepaneia
ouvodeleTal and napevépyelec. H TeoTtooTeEPSVN,
Y10 Napddelypa, YNOPEl va PEIWOEI TO NEPIEXOEVO
TWV 00TWV OE PJETAMIKG OTOIXEIQ KAl VO CUVEICPEPEI
otnv ekdnAwon ooTeonépwonc’. EEGMou, eival Téoo
augnpévn n eninTwon TG JeTa&l Twv aoBevwy, nou
OUOTAVETAI cUMNARpwa acBeoTiou oTIG NEPIOTO-
TEPEG NEPINTWOEIG, AAG KAl AOKACEIG avTioTaong
(ue Bapn)™.

E&aitiag TnG YuxavaykaoTikAG — I0e0ANNTIKAG OI-
aTapaxng, aMd kal dlatapaxwy oTa enineda oe-
poToVvivNng, NPOTEIVETAI, O KAMOIEC MEPINTWOEIC, N
XOPNYNON EMAEKTIKWY AVOOTOA WV enavanpdoAnPng
ogpotovivnc®.

LYMNEPAIMATA

Yiyoupa €vag aoBevnic pe Prader Willi anotehei éva
apKeTd dUoKoAo nepioTaTikd. H évrovn ducBupia,

Ta PuxavaykaoTikd OUPNTWPATA Kal N dpvnon va
anodexBouv &TI €xouV EIDIKEG- DIAPOPETIKEG AVAYKEG
and Toug cUVOPNAIKOUG TOUG, KAVEI TNV AVTIYETWNI-
on Toug 181aiTepa duoxepn yia GAOUG — OIKOYEVEIQ,
pihoug, BepaneuTéc. BEBaia, avdloya pe Tnv nAikia
Kal Tn ox€on Pe To paynTo, Ba NpEnel va avTIPETw-
nidovral kar Ye dIAPOPETIKO OKENTIKO.

K&Be napépPaon, péxpl kar Tnv epnfeia, Oa npénel
va OTOXEUEI OTOV €Agyx0 TOU BAPOUG PE TETOIO TPOMO,
WOTE VA PNV unovopeUeTal N owuatikA avantuén
Tou aoBevouc. H xprion au§nTtikig opudvng Kai
avdpoyovwy paiveral 6Ti eival anoTEAECUATIKA, HE
TIC OUVOOEC Napevépyeleg BERala.

ASyw TnG napouoiag KEVTPIKAG Naxuoapkiag,
npoteivetal n dlaxeipion Tou aoBevoug wg duvNTIKG
diaBnTikoU, WOTE va TOU NAPEXETAl PIa dIATPOPNA
nhovoia og udaTavBpPaKeS kal xapnNAR o Ainapd.
H oiTion avd Taktd xpovikd diaotripaTa, n nepiopl-
opévn npdofaon og paynTtd KAl N xprion udaTav-
Bpdkwv (xapnAou yAukaipikou deiktn) nAoUoiwy
o€ QPUTIKEG iveg Ba BonBnoel va npooTaTteuTel o
a00evri¢ and TIG ENINTWOEIG TNG Naxuoapkiag. QoTo-
00, ival noAU onpavTikd va eknaldeuTel 0 (010G Kal
N OIKOYEVEIQ TOU oTNV gnAoyn TPOPiwy AlyoTEPO
nukvwyv o€ evépyela (n.x. ¢pouta, Aaxavikd), and
TN OTIYPA NOU TO KUPIOTEPO KPITAPIO eNIAOYNG eival
N NoodTNTa Tou paynTou. ZuoTriveral n adénon Tng
(PUOIKAG dPaOTNPIOTNTAG, NPOG BEATIWON TNG PUTKAG
Mddag, Tou owpaTikoU Ainoug kal Tng d1dBeong. Xe
k&Oe nepinTwon, efval noAU onpavTikA N opaAn
Kolvwvikonoinon Tou acBevoUc kal n €vraén Tou
o€ OpAdEG, WOTe va pnv eniBapuveral NnepIcoOTEPO
Puxoroyikd and Tnv anopdévwon.

BIBAIOTPA®IA

1.Couper R. Prader-Willi syndrome. | Paediatr Child
Health 1999; 35(4): 331-4.

2.Wigren M, Hansen S. Prader Willi syndrome: clinical
picture, psychosocial support and current man-
agement. Child: care, health & development
2003; 29(6): 449-56.

3.Nativio DG. The genetics, diagnosis, and manage-
ment of Prader-Willi syndrome. | Pediatr Health
Care 2002; 16(6): 298-303.

4.Burman P, Ritzen EM, Lindgren AC. Endocrine dys-
function in Prader-Willi syndrome: a review
with special reference to GH. Endocr Rev 2001;
22(6): 787-99.

5.Varela MC, Lopes GM, Koiffmann CP. Prader-Willi
syndrome with an unusually large 15q deletion
due to an unbalanced translocation t(4;15). Ann



Aeht A' Maidiatp Khiv Maven ABnvayv 57, 2009 41

Genet 2004; 47(3): 267-73.

6.Schuster DP, Osei K, Zipf WB. Characterization of
alterations in glucose and insulin metabolism
in Prader Willi subjects. Metabolism 1996; 45:
1514-20.

7.Eiholzer U et al. Low insulin, IGF-l and IGFBP-3 levels
in children with Prader-Labhart-Willi syndrome.
Eur | Pediatr 1998; 157(11): 890-3.

8.Paterson WF, Donaldson MD. Growth hormone
therapy in the Prader-Willi syndrome. Arch Dis
Child 2003; 88(4): 283-5.

9.Goldstone AP et al. Visceral adipose tissue and meta-
bolic complications of obesity are reduced in
Prader-Willi syndrome female adults: evidence
for novel influences on body fat distribution. |
Clin Endocrinol Metab 2001; 86(9): 4330-8.

10.Brambilla P et al. Peculiar body composition in
patients with Prader-Labhart-Willi syndrome.
Am | Clin Nutr 1997; 65: 1369-74.

11.Eiholzer U, Blum WF, Molinari L. Body fat determined
by skin fold measurements is elevated despite
underweight in infants with Prader-Labhart-Willi
syndrome. | Pediatr 1999; 134: 222-5.

12.van Mil EA et al. Energy expenditure at rest and
during sleep in children with Prader-Willi syn-
drome is explained by body composition. Am
J Clin Nutr 2000; 71(3): 752-6.

13.Goldstone AP et al. Resting metabolic rate, plasma
leptin concentrations, leptin receptor expression,
and adipose tissue measured by whole-body
magnetic resonance imaging in women with
Prader-Willi syndrome. Am | Clin Nutr 2002;
75(3): 468-75.

14.Haig D, Wharton R. Prader-Willi syndrome and the
evolution of human childhood. Am | Hum Biol
2003; 15(3): 320-9.

15.Cummings DE et al. Elevated plasma ghrelin levels
in Prader - Willi syndrome. Nat. Med 2002; 8:
643-4.

16.Hagqq AM et al. Serum ghrelin levels are inversely
correlated with body mass index, age, and in-
sulin concentrations in normal children and are
markedly increased in Prader-Willi syndrome. |
Clin Endocrinol Metab 2003; 88(1): 174-8.

17. Holland A] et al. Characteristics of the eating dis-
order in Prader Willi syndrome: implications
of treatment. | Intellect Disabil Res 1995; 39:
373-81.

18. Lindgren AC et al. Eating Behaviour in Prader Willi
syndrome, normal weight, and obese control
groups. ] Pediatr 2000; 137:50-5.

19. Joseph B et al. Food choice in people with Prader

Willi Syndrome: quantity and relative preference.
Am ] Mental Retard 2002; 107(2): 128-35.

20. Stadler DD. Nutritional management, in Manage-
ment of Prader Willi syndrome, Greenwag IR,
Alexander RC. Editors. 1995; Springer Verlag:
NY.

21. Schmidt H, Schwarz AP, Enders A. Dietary inter-
vention in the first four years prevents abnor-
mal weight gain but negatively affects height
development in Prader-Willi syndrome. Acta
Paediatrica 2001; 90: 468-9.

22. Holm VA, Pipes PL. Food and children with Prader
Willi syndrome. Am ] Dis Child 1976; 130(10):
1063-7.

23. Pipes P, Holm VA. Weight control of children with
Prader Willi syndrome. ] Am Diet Assoc 1973;
62(5): 520-4.

24. Deschildre A et al. [Effects of hypocaloric diet on
respiratory manifestations in Willi-Prader syn-
drome]. Arch Pediatr 1995; 2(11): 1075-9.

25.Yigit S et al. Diabetic ketoacidosis secondary to
growth hormone treatmentin a boy with Prader-
Willi syndrome and steatohepatitis. ] Pediatr
Endocrinol Metab 2004; 17(3): 361-4.

26. Prader Willi syndrome Association, U.K., Educating
the child with PWS. 2005; available at: http://
www.pwsa.co.uk/main.php?catagory=17&sub_
catagory=18.

27.Steinhausen HC et al. Behavioural and emotional dis-
turbances in people with Prader-Willi Syndrome.
J Intellect Disabil Res 2004; 48(1): 47-52.

28. State MW et al. Obsessive-compulsive symptoms
in Prader-Willi and “Prader-Willi-Like” patients. |
Am Acad Child Adolesc Psychiatry 1999; 38(3):
329-34.

29. Clarke D] et al. Prader-Willi syndrome, compulsive
and ritualistic behaviours: the first population-
based survey. Br | Psychiatry 2002; 180: 358-
62.

30. van den Borne HW et al. Psychosocial problems,
coping strategies, and the need for informa-
tion of parents with Prader Willi syndrome and
Angelman syndrome. Patient Education and
Counseling 1999; 28: 309-15.

31. Ogura K et al. Frontal behavioural syndromes in
Prader-Willi syndrome. Brain Dev 2008; 30(7):
469-76.

32. Franklin J, Summerbell C. Dietary management
of obesity: eating plans, in Clinical Obesity in
adults and children. Kopelman PG, Caterson
ID, Deitz WH. Editors. 2005, Blackwell Publish-
ing: Oxford.



42 Aeht A' Maidiatp Khiv Maven ABnvayv 57, 2009

33. Goldberg DL et al. Coping with Prader-Willi syn-
drome. ] Am Diet Assoc 2002; 102(4): 537-
42.

34. Prader Willi syndrome Association, U.S.A., Prader
Willi syndrome weight & behaviour manage-
ment. 2005. available at: p. http://www.pw-
sausa.org/brochure/weight.htm.

35. Prader Willi syndrome Association, U.K., Behav-
iour management. 2005. available at: p. http://
www.pwsa.co.uk/main.php?catagory=17&sub_
catagory=15.

36. Eiholzer U, L’Allemand D. Growth hormone nor-
malises weight, prediction of final height and
hand length in children with Prader Willi syn-
drome after 4 years therapy. Horm Res 2000;

53:185-92.

37. Butler MG et al. Decreased bone mineral den-
sity in Prader-Willi syndrome: comparison with
obese subjects. Am ] Med Genet 2001; 103(3):
216-22.

38. Jeffcoate W] et al. Endocrine function in Prader
Willi syndrome. Clin Endocrinol (Oxf) 1980;
12(1): 81-90.

39. Kroonen LT et al. Prader-Willi Syndrome: clinical
concerns for the orthopaedic surgeon. ] Pediatr
Orthop 2006; 26(5): 673-9.

40. Riddle M et al. Double - blind crossover trial of flu-
oxetine and placebo in children and adolescents
with OCD. | Am Acad Child Adolesc Psychiatry
1992; 31: 1062-9.



