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IYNAPOMO NOONAN

1.

Ti eivat to cuvdpopo Noonan;

To oUvOpopo Noonan egival éva YeVETIKO vOONUA TOU OXETI(ETAl TOCO HE TNV E€PPAVION
WOATEPWY XAPAKTNPIOTIKWY TPOCWTOU 000 Kal HE Xpdvia mpoBAnpata uyesiag. H vooog
UTTApXel amo Tn yévvnon, av Kal AMEG MEPUTTWOELG PTOopEl va SlayvwoTouv apyotepa Kat
Kabwg to maldi peyaAwvel. Mpokettal yia oxeTika ouxvé cUvOpopo Kabwg mapatnpsital o
nepimou 1:1000 pe 1:2500 atopa. Aev umdpxouv OlAWOPEG OTN CUXVOTNTA HETAEU Twv
OlaopwV €BVIKOTATWY OUTE Kal HETAEU TwV OUO PUAWV.

Mou oeiAetal To cuvdpopo Noonan;

‘Exouv avayvwplotei petaAAdelg o dagopa yoviola omwg ta: PTPN11, SOS1, RAF1, RIT1
kat KRAS.

Mwg kAnpovopeital to cuvdpopo Noonan;

To cUvdpopo Noonan KANPOVOEITAL HE AUTOOWHATIKO EMKPATH TPOMOo. Anatteitat SnAadn n
mapoucia gvog povo maboAoylkou avilypd@ou Tou uteUBuvou yovidiou yia va ekOnAwBEl n
vVOO0OG. X€ KATOLEG TTEPIMTWOELG TO TABOAOYIKO YOVidlo KAnpovopEsital amd tov £vav amod Toug
O0Uo yoveig. Me Tov TpOMO aAUTO KABe maldi €vog atopou pe ouvopopo Noonan €xet 50%
mBavatnTteg va ekONAwWOoEL To cUvOpopo. O yovéag Tou PEPEL TO YoVidlo Pmopel va €xel TOAU
AMEG EKONAWOELG TOU GUVOPOHOU N va PNV €ival EPQAvEC Kavéva amo Td XApAKTNPLOTIKA Tou.
QoTO00 O£V UTIAPXEL TTAVTA BETIKO OIKOYEVEIAKO LOTOPIKO. MOAAEG TTEPITTWOELG O@eiAovTal o€
véeg HETAAAAEeLG, ol omoieg pmopel va ocupBouv Katd tn dnuloupyia €vog wapiou 1 €vog
onepparolwapiou i vwpig Katd tnv guBpuoyéveon. Ze auth Ty mepimtwon n mbavotnta va
YevvnOel kat emopevo maidi pe cuvApopo Noonan oTnV OLKOYEVELA €ival TTOAU PIKPR

Moid sival Ta Bacikd XxapaktnpIoTIKA Tou cuvopopou Noonan;

Ta Baocikd XxapaktnploTika tou cuvdpopou Noonan givat:
* |dlaitepa XapakTNPIOTIKA TPOCWTTOU
* XapnAo avdaotnua

» Juyyeveig Kapdiomabeieg, pe cuvnOEotepn TN OTEVWON TNG TIVEUHOVIKAG aptnpiag
Mold €ival Ta TUTIKA XapaKTNPIoTIKA TOU TIPOCWTIOU TTIoU TIapatnpouvtdl;

To TPOOWTIO £XEL OXETIKA TPLYWVIKO OXAHA HE TAATU KAl TTPOEXOV HETWIO Kal UIKpoyvadia
(Lkpd oayovl). Xta pdtia mapatnpeitat  UMEPTEAOPIOHOG (MEYAAn daAmoOoTacn Twv
0POAAPIKWY KOYXWV), TPOG Td KATW KAion twv BAEQAPIKWY OXICHWY, BA£@apoOmTwon
(TTwon tou avw BAs@dpou) Kal emikavhog (OEpUATIKA TITUXN TOU KAAUTITEL TIG E0WTEPIKEG
YWVIEG TWV HATIWY), €VW TO XPWHA TOUG MMopel va eivat avolktd. H pitn ouvibwg
mapouotdlel kabidnon otn Bdon tng (meploxn avapeoa otoug dUo oPOAAPoUg) Katl gival KovTn
he papdld akpn. Ta autid €éxouv cuvnBw xapunAn mpdcuon Kat omicbla KAion, evw HTOPE(
VA UTTAPXEL Kal TAxuvon tng EAKAG (TEPLPEPIKO TUNHPA TOU TITEPUYIOU TWV auTiwy). Ta paAAd
€XOUV £TONG XaUNAR TPOCPUGON OTOV AUXEvA Kal €ival Aemtd kal apaid otn Bpe@ikn nAtkia
Kdl o oyoupd apyotepd.
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6. MMoleg AAAEG Slatapaxeg UIMOPEL va EUPAvicTouy;

OoAwTH umepwa (oupaviokog pe oxnpa O6Aou) mou pmopsl va odnynoel oe OUCXEPELT
oitiong Kat dlatapaxeg tng optAiag.

Awatapaxég oitiong kat Adyou: Xxetifovral ouvhABwg ME TNV Tapoucia Tng BoAWTAC
UTTEPWAG.

JUYYEVEG Aep@oidnpa (oidnua ota xépla Kal Ta modla Tou UTTAPXEL KAtd tn yévvnon) Kal
opeiAeTal o€ OlATAPAXEG TOU AEPPIKOU CUGTAHATOC.

Kovtog AQIPOg PE AQUXEVIKEG TTUXEG (TTAcovalov Oéppa oTov auxévda), Tou eKTEivovTal £wG
T0 Avw PEPOG TWV WHWYV, HE ATOTEAECHA O AAIPOG va @aivetal @apdUTEPOS OTO THoW
HEPOG aTO OTL PTPOoOoTd.

IKEAETIKEG OUOTIAACIEG, OTWG gUpUG BWpPaAKag Kal PeEYAAn amootacn OnAwv, Bwpakag
oKa@oeldng (epBabuvon Tou oTEpvou TPOG Ta Péoa) N TPOmMO0EIONg (TPoBOAN Tou oTépvou
mPOG Ta £€w), KUPWon N 6KOAiwon TNG oTToVOUAIKAG 0TAANG KAl BAALGOTNTA TWV AYKWVWY
(Tpog ta £€€w KAion Twv avtiBpaxiwv o€ MARPN EKTACN TWV XEPLWV).

‘Opaon: AlBAACTIKEG avwHaAieg OTwG oTPABIOHOG, UTEPUETPWTIA KAl ACTIYHATICHOG
mapatnpouvtal otnv TAsloWn@ia Twv atopwyv pe ouvopopo Noonan. ‘Exel avagepbei
£miong umomAacia tou omtikoU veUpou.

Akon: Bapnkoia Kupiwg Adyw TEPLOOIKWY AOIHWEEWY TOU HEOOU WTOG, €ite AOyw
amouciag N KataoTpoPng Twv atetntnpiwy KUTTApwY Tou KOXAid 6TO £0w OUG

Algoppaytkég dlatapax€g: To 20-33% twv madlwy pe cuvApopo Noonan €xouv tnv Tdaon va
mapouctdlouv  €UKOAA  EKXUPWOELG (MEAAVIEG) Kal mo omavia va  spgavidouv
TAPATETAPEVEG AIPOPPAYIEG, OTIWE UETA A0 TPAUMATIOHOUG 1 XEIPOUPYIKEG eMePBAOELC,
KAtd tnv £upnvo puon 1 Katd Tov TOKETO.

OdovTiatpikd mpoBARpaATA: ApIOUNTIKEG KAl HOPPOAOYIKEG AVWHAAIEG TwY OOVTIWY
Ne@plkég avwpaAieg: ‘Exouv ava@epBei OOUIKEC avwMaAieg OmMwg Kal €Ktomn 6€on
VEQPWV.

Kpuyopxia (60-75%): EKtomia Twv OpXewv amod Tn QUGCIOAOYIKN Toug BEon, TTou PTmopsl, av
OEV AVTIUETWTIOTEL £yKalpd, va o0nynoel o€ PEIWON TNG YOVIPOTNTAG.

7. Tlolgg €ival ol GUXVOTEPEG CUYYEVEIG KapOloTAOELEG TTOU TapatnpouvTdal;

Ot OUXVOTEPEC OUYYEVEIG KapOlaKEG avwpaAieg givat:

OTEVWON TNG MYVEUHOVIKAG aptnpiag (50-60%)
UTTEPTPOWIKN Huokapdlomadela (20%)

EANAELUA TOU PHECOKOATIKOU Slappaypatog (6-10%).

8. MNapatnpouvtai diatapaxEeg otny avénon, tTnv pnBeia Kat Tn yovipotnta;

XapnAoé avaotnua: Mapotlt Ta CWHATOHETPIKA XAPAKTNPLOTIKA OTOIXEia KATA TN Yévvnon
ouvRBwg eival QucloAoyiKd, Pe TNV TTApodo Tou Xpovou 0 pubuog augnong emBpaduvetal pe
amotéAeopa To 70% Twv MAdlWV va AdmOKTACOUV TEAIKA XapnAd avaotnua. ‘Exouv avagepbei
€MiONGg avemdpKela TG auénTIKNG oppovNG i avtiotacn otn dpdocn tnge.
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10.

11.

12.

13.

KaBuotépnon nBng: H spnBeia pmopei va kabuotepnosl e€icou o ayopla Kat Kopitola.

AvOpikny umoyovipdtnta: Mapatnpeitat augnuévn ouxvotnta avOpPlKNG UTTOYOVIHOTNTAG
akOun Kat oTIg TEPIMTWOELG ToU OE CUVUTIAPXEL Kpuyopxia. AVTIOETa ol TMEPIOCOTEPEG
YUVaikeg pe oUvOpopo Noonanéxouv (UGLOAOYIKN YOVIHOTNTA.

Mwg €ival n veupoavamtuén ota maidid pe cuvopopo Noonan;

» H yuxokivntikn €EEAEN ival mBavo va mapouctdoel kabuotépnon (va Unv akoAoubouvtal
TA ouvABN KIVNTIKA avantuélaka opdonpa).

* H mAsloynoia twv madiwy £xel QUOLOAOYIKO OtikTn vonpoouvng, aAAd to 10-35% twv
madlwy He TO oUVOPOHO auTO Tapouctalel ATA VONTIKA UCTEPNON KAl Habnolakeg
OUGKOAIEG.

* Mmopei va GUVUTIAPXOUV GUUTIEPLPOPIKES KAl CUVALCONUATIKEG OLATAPAXEG.

* Ta madid pe cuvopopo Noonan £Xouv PTWXO HUIKO CUVTOVIOHO Kal sival euepébiota

Yridpxel mpodiddeon yia avamtuén OyKwv;

‘Exel mapatnpnBei oxeTika au€npévn CUGXETION HE TNV AvATTUEN KaAonbwyv OYKwv OTwG TO

YIYQVTOKUTTAPIKO KapKivwpa tng yvabou katd tnv maidikn nAwkia. Avagépetat emiong
OUGCXETION HE ALPATOAOYIKEG KUPIWE KAKONBELEG, Ol OTIoiEC TTapatnpouvTal HE8 POopEC TEpiTOU
HEYAAUTEPN GUXVOTNTA OE OXECN HE TO YEVIKO TANBUGHO.

YTIdpXEl GUOXETION HE AUTOAVOCA VOO HATA;

‘Exel mapatnpnOei oUCXETION PE AUTOAVOCA VOONUATA (VOORUATA KATA Ta omoia yivetat

eMiBeon KAtd opydvwy, LOTWY KAl KUTTAPWY TOU {GloU TOU OpYavIoHoU). ZUYKEKPIPEVA E£XEL
mapatnpnBel oe aufnuévn ouxvoTNTA OE OXEON ME TO YEVIKO TANOBUGCUO GUGTNUATIKOG
£puUBNUATWOng AUKOg Kat autodvoon Bupeostditida.

Mwg yivetat n didyvwon tou cuvopopou Noonan;

Je €va onpavtikd mocooto n dlayvwon mapapével KAwikn. H umoyia tiBetat av to maidi
gpavilel Kamola amod Ta XAPAKTNPLOTIKA Tou avag@épbnkav mapandvw. Ymoyia pmopei va
10l Kal Katd tn OlapKELd TNG KUNONG av UTIAPXEL auENPEVN AUXEVIKA Ola@Avela (EMIAEoV
UypO OTO TioWw HEPOG TOU AdidoU), TTOAUUSPAUVIO Kal KAPOLAKEG AVWHAAIEG. Av UTTAPXEL
ocoBapn KAWVIKNA umoyia PTopel va Yivel YEVETIKOG EAEYXOC TTPOKEIMEVOU va avixveubouv ta
umeUBuva maboAoyikd yovidla.

Moia &ival n mpdyvwon Twv Taidiwy Tmou gp@avifouv 1o cuvopopo Noonan;

H mpdyvwon e€aptatat katd Bdon amd Ttnv mapoucia 1 Oxt KAmowag Ouyyevoug
Kapdlomadelag kat amd tn coBapdtnta autng. MeAéteg mapoucialouv mepIou 3 POPEG
HEYAAUTEPN BVNTOTNTA TWV ATOPWY PE oUVOpopo Noonance ox£on HE TO YEVIKO TANBUGHO.
Qotdoo n mAslowngia Twv TMAdWY HE TO GUVOPOHO AUTO avamtucoovtdl Kal AEltoupyouy
@UOLOAOYIKA otnv eviAlko {wn. Ta uTapxovtd CnHEid KAl CUPTITWHATA €XOUV TV Tdon va
e€aoBevouv pe TNV MPoodo TG nAKiag, evw Ogv epavifovral cuvibwg véa mpoBARUata mou
oxetilovtatl pe To cUVOPOLO.
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14. Nwg mapakoAouBouvtar/avtigetwmifovral ta maidid Je To GUVOPOHOo
Noonan;

Aev  umdpxel €0k Bepameia yla to ouvOpopoNoonan. Ta maldld mpémEl  vda
mapakoAouBouvTal TaKTIKA Kal va avrigetwmidovtal avaAoya pe ta €10IKA mpoBARuata mou
mapouctalouy.

Ta mapakdtw xpnlouv TAKTIKAG TApAKoAOUBNONG-AVTIHETWTTIONG OTIOU Kal otav xpelalstat:

Kapdlakn Asttoupyia Kal XELPOUPYLKA AVTIUETWMION Otav Xpeldletal, n omoia yevika Ot
OLAa@EPEL ATIO TNV AVTIUETWIIION OTO YEVIKO TTANBUGHO.

AVTIHETWTTION TWVY OITIOTIKWY GUOKOALWY KATA TOUG TTPWTOUG PRVES {wNG.
O@OAAUOAOYIKOG EAEYXOG

AKOUOAOYIKOG EAEYXOC

YTEPNXOYPAPIKOG EAEYXOG TOU OUPOTIOINTIKOU (KUPIWE TWV VEPPWV)
Taktikdg EAeyxog TNG BuPE0EIdIKAG AslToupyiag

MapakoAouBnon Tng veupoavamtullakng eEEAENG.

Y€ KATOIEG TEPIUMTWOEL HTopel va xpelaotel 0K Bonbeia oto oxoAeio, OmMwg yia
mapddetypa pe £vragn Twv matdlwy autwy o€ I0IKA EKTAIOEUTIKA Tpoypdppatd.

MPOEYXEPNTIKOG EAEYXOG TINKTIKOU UNXAvIoHoU Kat Asttoupyiag atpometaiiwy

H Bepameia pe au€ntikn opuovn, OTIG TEPUTTWOELG TTOU UTIAPXEL AVETTAPKELA TNG OPHOVNG
autng (omwg Slamotwvetal Pe t Bonbela €l0IKWY GOKIUACIWY), Pmopel va odnynoel o€
avénon tou teAlkou Uyoug. Ot acBeveig pe ouvopopo Noonan mou AapBdvouv auéntikn
oppovn xpnlouv otevng mapakoAoudnong, Aoyw Tng mMOavig cuvimapENG UTIETPOPIKAG
pHuokapdlomabelag aAAd kat Adyw NG augnpévng OXETIKA mMOBavotntag ENPAVIoNS OYKwY
OE OXEON HE TO YEVIKO TANBUGHO.

15. Xpnoipol ZUvOECHOL YId TOUG YOVEIG

1.

Noonan Syndrome Foundation. https://www.teamnoonan.org/

2. Noonan Syndrome: Clinical Features, Diagnosis, and Management Guidelines. Pediatrics

2010;126:746-759

3. https://www.orpha.net/data/patho/Pro/en/NoonanGuidelines2011.pdf
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