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MpoAoyocg

Me xapad ouveyilouue Tnv ekbotikr) osipd «Kepdalaia Maidomvevpovoloyiagy e
TNV ék600n ToU SUTEPOU TOUOU. ZTOXOG TNG OEIPAG eival n ouUBOAR 0TV evnuépwon
TOU ylatpoU 1ToU aoxOAE(Tal Ue TO avamveuoTIKO ouotnua Twv matdiwv. Kat o deute-
P0G TéUOG amrevBiveTal Kat’ apxriv otov Taidiatpo, Tov TaldomveUUoVoASyo, aAAd Kat
KABg y1atpd rj dAro emotripova mou éxel elOIKOTEPO VOIAPEPOV YIA TO CUYKEKPIUEVO
avtikeiuevo. H yvwon mou mapouvotidletal sivail, dnAadni, e€sibikeuuévn.

O1 puBuoi mou mpooTtiBetal véa yvwon eival CUVEXWC EMTAXUVOUIEVOL, N TEXVN Ua-
Kpd, o Bioc Bpaxuc. Avalntdue suKaipiec evnuépwong yla Ta onuavtikd Kat ouctwon.
Avepodialéuaote owotd alAnroBonBouuevol.

H " Maibiatpikry KAwvikr tou Mavemotnuiov ABnvwv eméele we kevtpiké Béua
¢ 3n¢ Maidomveuuovoloyikric Huepidag, mou Sie€ayetal otic 16 MapTtiov 2012, Ti¢
«KAnpovopoupueveg kat Xuyyeveig MvevpovondBelegy. O mapwv téuog mepidaufa-
VEL 6)1 uévov autd mou rrapouactalovtal oty Huepida, aAAd yia tnv mAnpéotepn Ka-
Avyn tou Béuatoc, Kat GAAQ, apoU mpakTika Sev eival EQIKTY n mapouciaon 6Awv éoa
npayuateveTal o Touo¢. H Bsuatoloyia emeAéyn amd kool e tn AieuBovipia tng
KAwvikric kaBnyntpia ka I1. NikoAaidou-KaprmraBiou kai tov kaBnyntri ko A. @petladyia.
Eméiwén uac ival o 106ppo1mo¢ GUYKELPACUOC EPEVVNTIKIC KAl KAIVIKIC EUTTEIRIAC.

O rmapdayovtac tn¢ KANPOVOUIKOTNTAC EUTTAEKETAI O TTOAAG amrd Ta voorjuata mou
nmpooBdAouvv To avamveuoTiké ouoTnua. Touto odriynoe o€ CUCOWPEVUON VEAC YVW-
0NG, WG CUVETIEIQ TNE EKPNKTIKNC TP0OS0U TTOU CNUEIWONKE OTN YEVETIKY, TOOO OTO
eminmedo TNG Katavonong kai cUVEEONG TOU PAIVOTUTTOU LIE TO YOVOTUTTO, AAAd Kal 0To
emimedo ™ne mPAANYNC. XapaktnpIoTIKY gival n mePIMTWOn TNS KUOTIKNG ivwaong 1mou
anroTeA&l TUTTIKG ovoyovidiakd voonua. AAAa moAurrapayovTikd voornuata, 6rmwe 1o
doBua, amotéAecav mPooPIAr avTiKeiueva épeuvac, Ue Alyotepo Beauatikd amoTeAé-
ouata OUwWCE, Kal TTEPIOPIOUEVA KAIVIKA 0QPEAN. Néeg évvole, Omwce n emIyeVeTIK, Hp-
Bav va pwTtioouv Kat va epunNveloouV eupruata irou gixav én mpokUWEel amd UEAETEG
mapatipnong.

O mapwv TOUOC KAAUTTTEL EUPU Ao EMUEPOUG OeudTwy yia KAnpovouoUueva
voonuata, amd to mimedo NG mpoAnYnc uéxpt kai th; Beparneiac teAikov otadiou, Tn
UETAUOOXEUON TTveUova. Thv eEQIPETIKN EUTTEIDIA TOU KEVTPOU UETAUOCXEUONG TTVEU-
uova tou Hospital for Children tn¢ Great Ormond Street, UCL Institute of Child Health
oto Novébivo uac mapouvotalet o kaBnyntric Dr P. Aurora.



Ta ovyyevri voorjuata amoteAolv emiong 1dlaitepa evdilapépovoa oudda otnv
Maibomnveuuovodoyia. H mp6obo¢ otnv amelkovion, MPOYEVVNTIKA Kal UETA TN Yévvn-
on, nwc Kai n mpoodo¢ oTnNV EAAXIOTA EMEUPBATIKI XEIPOUPYIKH, Poryayav tn yvw-
on pag, kai oxt uoévo édwoav véa aon otnv katavonon Kai eravataivounon twy
OUYYEVWV TIVEULIOVOTTABEIWY, AAAG ETTETPEYAV TNV TTOAU €yKalpn TTAEOV eVTOTTION Kal
Stdyvwor) touc. TéXoG, €iuaoTe UAPTUPEG UIAG EKTTANKTIKIC EMAVATIDOCEYYIONG TWV
Stadikaciwv S1AamAacnc Tou QUOIoAoyIKoU, aAAd Kal TOU Un-@UGIOAOYIKOU TTveDoVa,
UETAKIVOUUEVOL, 18N amd TIG TTEIPAUATIKES TIPOG TIG KAIVIKEG UEAETEG. [TOAU mpoopata
avayvwpioTnke mAeiada UETAypa@IKwy Kal auénTIKWV TapayovTwy tne uPpuoyéve-
ong, mou UOAIC apyi{ouuE va KatavooULE TO POAO TOUG.

Q¢ oUIANTEG-OLYYPAPEIG OTOV TAPOVTA TOUO TTPOOKARONKAV va CUUUETACKOUV
ouvddeApol amd To «ATTIKOV» Kal arré AAAa KEVTPA TG XwPag Lag. Oswpolus ueydin
TIURA KAl TUXN 1T0U SEXTNKAVY KAl TEAIKA CUUUETEXOUV EEQIPETIKOI ETTIOTAUOVEG UE EUTTEL-
pia kat €sibikevuévn yvwon. Toug euxaploToUue GAoug yia thv mpobuuia arAd kat yia
TO XPOovo mou S1€Bscav yia T ouyyPAPr) TWV KEUEVWV.

Q¢ emueAnTéc NG ékboon¢ euxaploToUue aAnbiva éAoug oot ouvéBaiav otnv
vAomoinon autric tn¢ ékdoonc. Ospamnsvouue tn dtadikaoia mpowbnone TNS yvwornc.
H aiobnon 6t ouuBdArouue o€ uia amoteAsouatikotepn kKAvIkY opBompadia sivai b1-
Kaiwaon yia 6Aouc.

Or emmiueAnTéc tnG Ekdoong

Kwotag lNpiptng
Kwotag AoUpog
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lMapayovteg mov Tpomomolouy

TOV KAIVIKO (pQIVOTUITO TWV UOVOYOVIOIaKWV
voonudatwv: To mapadeiyua tn¢ KUGTIKAC
ivwong

Mapia TCétn, Eppavounih Kavadakng

Amotelei mMAéov Kolvr) Tapadoxr OTL TO YEVETIKO UTTOOTPWA, TO TTEPIBAANOV aAAG
Kal AANol Tuxaiol (0ToxaoTikoi) TapAyovVTEG GUVEICPEPOUV OTN QPAIVOTUTIIKY ETEPOYE-
VEIA TWV voonudtwyv. To mooootd dpdong Tou Kabe mapdyovta Xwplotd dev Umopei
emakpIPwe vampoodloploTei Idlaitepa yla Ta TOAUTTAPAYOVTIKA/TTOAUYOVISIOKA VOO-
pata,’ 6mou we i To MAgioTov To TEPIBANov Tailel onuavTikd poro. H emidpaon tou
nepIPaAlovTo¢ eival SUGKOAO va peTpnBei kaBoTI ot aoBeveic mpémel va Slaxwplotoly
o€ TTOANEG OAdEC Kal auTtd emnpedlel TNV OTATIOTIKA SuVATOTNTA HETPNONG TWV YE-
VETIKWV aAaywv. Mapd Tic Suokohiec Ta teheuTaia xpdvia éxel untdpéel Tpoodog oTov
KaBopI1opd TOU TTOCOOTOU TNG EMIOPACNG TWV YEVETIKWVY KAL [N YEVETIKWVY TTAPAYOVTWY
mou emnP&dlouV TNV MTOIKINOOP®PIa OTNV EKPPAOCH YA APKETA amo Ta Kowvd pevdéhia
voonuata. Ta povoyovidlakd voonata anmoteAolv povadikr ukalpia yia Tnv eVpe-
ON YEVETIKWV A N TPOTTOTOINTIKWVY TTAPAYOVTWY £QOCOV N QAIVOTUTILKI] ETEPOYEVELQ
o@eileTal KUPIWG o€ PeTAMAEEIC O éva yovidlo Kal ol aoBeveic umofdAlovTal o€ oxe-
TIKA OMOLOHOPPN PAPHAKEUTIKA aywyn.' MepIKA ammo TNV @AIVOTUTILKA ETEPOYEVELQ
OTa ovoyovISIaKA VOonaTa oQeileTal OTIC S1APOPESG TOU YOVOTUTIOU TWV ACOEVWV.
‘OPWC, N QAIVOTUTIIKI ETEPOYEVELA AKOMN Kal HETAEL aoBevwy pe Tov idlo yovoTuro,
Sivel éupaon otov poAo SIAPOPETIKWY YEVETIKWY UTTOOTPWHATWY Kal TN emidpaong
ToU TEPIBANOVTOC Kal TEAEUTAIEG HEAETEG ExOUV ammodeiéel L auTd LoXVel yia OAa ta
povoyoviSlakd voorpata.?

H mpdkAnon yia 6Aa ta povoyoviSIakd voonuata, Eival n KTIUNCN TNG OXETIKAG

Epyaotrpio latpikric levetikri¢ MNavemotnuiov ABnvav

AMnloypagia: Mapia T(étn, mtzetis@med.uoa.gr



12 M. TCétn kat E. Kavapakng

OUVEIOPOPAC TWV YEVETIKWY TPOTOTIOINTIKWY TTApayOvVTwy, ol omoiol gival EexwploToi
amé 1o KUpLo yovidlo mou euBuveTal yia To voonpa, WOTE va EVIOTIOTOUV Ta yovidla
Ta omoia cuBAAAoUV OTNV PAIVOTUTTIKE TTOIKIAOOP@ia Tou vooruatoc.® H avayvwpl-
on TwV TPOTOTOINTIKWY YovISiwv Ba cUUBANEL 0TNV KAAUTEPN YVWON TWV OTOIXEIWV
mou ennpeAalouv TNV KAIVIKI ETEPOYEVEIA TWV OVOYOVISIOKWY voonuAtwy Kal ma-
voTaTa Kal 0TNV €Vpeon VEWV BepameuTikKwy oToxwv. Emiong ot iSlol yevetikoi Tpo-
TTOTTOINTIKO{ TTAPAYOVTEC LOVOYOVISIAKWY VOSUATWY TBAVOV VA GUVEIGPEPOUV Kal
OTNV MPAvIon N Kat e€ENIEN KOIVWY TTOAUTIAPOYOVTIKWY voondTtwy. Ta yovidla autd
pmopei va mapouctalouv pelwpévn S1EloSUTIKOTNTA 6ToV LY TTANBUGHOS, SUWC OTOUG
aoBeveic A\oyw aA\aywV TNG OUOIO0TACNC, Ol OTTOIEC TTIPOKAAOUVTAL ATTO TO IOVOYOVI-
S1ako voonua, amokaA\umtetal n Spdon autwy Twv TPoTonoINTIKWY yovidiwv. Emo-
MEVWC N €PELVA YA YEVETIKOUC TPOTIOTIOINTIKOUC TTapdyovteC BonBd oe Vo ToWEIC:
TOUC AOBOEVEIC UE CUYKEKPIUEVO LOVOYOVISIOKO vOoNUa, aAAd KAl OTNV armokAaAuyn
TTAOOYEVETIKWV UNXAVIOUWY OE ouva@r Kolvd TTOAUTTApayoVTIKA voorjuata. Ao Tnv
{610 Toug TNV PUOoN Ta povoyovISIaKA VOOHUATA TTPoEpXovTal amd YETANAEN(ELG) He
RPN S1ElcOUTIKOTNTA O€ éva Yovidlo Kal autd PMopEl va amoTeAETEL ONEIo avago-
pAc yia TNV dnuiovpyia povtélou Twv aAAnAemSpdocewv PeTald Twv yovidiwy, aAAd
Kalt peta&u yovidiwv kat mepiBdilovtoc.?

KYZTIKH INQXH

H KuoTtikn Tvwon (KI)- Cystic Fibrosis (CF, OMIM 219700, CFTR; OMIM 602421) givat
TO OUXVOTEPO KANPOVOUIKO voonua otn Agukn @UAR (1 og 2500 yevvnOELGg), KAnpo-
VOLIEITAL UE UTTOAEUTTOIEVO CWHATIKO XAPAKTAPA HE CUXVOTNTA POPEWV ~4%.> O ué-
00¢ Xpovog nAikiag didyvwong gival 7 pnvwv kat o€ mepimou 60% Twv MaoxovIwy n
Sidyvwon TiBetal péxpt Tov mpwTo Xpovo {wnG. Xwpic BepameuTik avTIHETWTION N
Kl kataAryel o€ Bavato katd tn Bpe@ikn kat matdikn mepiodo. Néa BepameuTika mpw-
TOKOM\A €xouv au€rioel 1o mMpoodokipo emPiwong mavw amod ta 30 xpdvia, OUWE oL
aoBeveic e€akohouBouv va avtipeTwmiCouv coPapo mpoRAnua uyeiag Adoyw tng Snui-
oupyiac maxuppevoTNG PAEVVNG KAl CUXVWY AVATIVEUOTIKWY AOLUWEEWVY TTOU 08nyoUV
O€ amo@PAKTIKN TveupovordBela.>s O1 avdpeg aobeveic mapouoidlouvv oTelPOTNTA
0€ TTOCOOTO >96% AOYW ENNEIPNG OTTEPUATIKOU TTIOPOU VW TO 85% TWV a0OeVWV €XEL
TIAYKPEATIKN) AVEMAPKELD. YTTAPXEL ONUAVTIKY ETEPOYEVEIA OTOV KAWVIKO PAIVOTUTIO
¢ vOoou Ue PeEPLKOUC aoBeveic va pnv mapouotd{ouv CUUMTWHATA PéXPL TNV V-
Aiko Cwry. ATUTIEC HOPPEC TN VOoOU TEPINaUBAvouv TNV avdpIKn OTEPOTNTA AOYW
AUPOTEPOTAELPNG ENNEIPNG OTTEPUATIKOU TTIOPOU, TN XPOVIA TTayKPeaTitida, OpIopEé-
VEG LOPPEC BpoyXIeKTAOIWY, aoBaTIKAG PBpoyxitidag Kat xpdvieg MVeUOVOTIAOELEC
adleukpiviotng artiohoyiag.” '3

To yovidlo To unebBuvo yla TN vOoo eVTOToTNKE To 1986 G€ TUNAKA TOU HAKPOU
OKENOUC TOU XpwHoowHatog 7 (7g31.2). H amopdvwon Kat AemTopepr¢ availuon Tou
yovidiou, 3 xpovia apyotepa (1989) amédelée 0TI TPOKELTAL YIa YOVISIO OXETIKA PEYA-
Aou peyéBoucg (230Kb) mou mephapPavel 27 kwdikomoloUoeg TEPLOXES (e€6via) Kal
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mapdyet mRNA pey€0Boug 6.5Kb.6 To moAumentidikd mapdywyo tou yovidiou ovoudde-
Tat «puBuIoTAC StapepBpaviknig Slakivnong 1vtwv» (Cystic Fibrosis Transmembrane
Regulator, CFTR) kai amoteheital anmd 1480 apvoéa. H mpwteivn n omoia Ppioketal
OTO TTAVW TUAHA TNG MEUPBPAVNE TWV AVATIVEUOTIKWY KAl EKKPITIKWY EMONAIOKWY KUT-
TApWV Mapouctdlel TOIKIAEC SpaoTNPIOTNTEC, N KUPIOTEPN TWV OTIoIWV €ival va armo-
TeAei kavaht Cl'mmou evepyormoleital e Tnv mapovoia cAMPS™

Me tn Aenrtopepry avdhuon DNA aoBevwv e Kl €xouv avixveuBei péxpl onuepa re-
ploodtepegamnod 1850 petarraelg [Cystic Fibrosis Genetic Analysis Consortium- http://
www.genet.sickkids.on.ca/cftr/], n mielovédtnta Twv omoiwv Bewpouvtal TaBoAoyIKEG
o€ oUXVOTNTA TTOU SLaPEPEL YEWYPAPIKA Kal TANBUoIakd. H ouxvotepn petdAhaén
n p.F508del, mapoucidlel eAattwon tng ocuxvétnTag otnv Evpwrn amod Boppd mpog
v6TO (30-90%) pe amotéheopa TNV avnuévn ouxvoTnTa AANWY HETAANAEEWY cUVHES-
MeVwY PE Ta TTaBoAoyIKA aAAAALaLS 91 OL TTlo KoVEG PETAANNAEELG Og ONEG TIC TANBUOLI-
OKEC OMASEG He ouxvoTNTA >1% €ivarl ol €€ p.F508del, p.G542X, p.N1303K, p.G551D
Kal p.W1282X. ANeC 19 pe ouxvotnta 0,1-1% mapoucidlouv onpavtikn mAnducpia-
KN ETEPOYEVELQ, LIE TIG TTEPLOOOTEPEG VA TEPLOPI{OVTAL OE CUYKEKPIUEVESG YEWYPAPIKES
neploxéc. H meploxn tng Meooyeiou mapouaotalel Tnv HeyaAlTePN TTOIKIANOPOP®Ia UE-
TaMA&&ewv TG vooou, Snuioupywvtag 1dtaitepa MPOBAALATA OTNV HOPLAKK YEVETIKN
S1dyvwon Twv acBevwv.'?

Moptakn avédiuon ENAvwy aoBevwv pe Kl amédele tnv peydin etepoyévela o€
METAANAEELG, Le TNV Kolvh HETANNAEN p.F508del va mapouatalel cuxvotnta 54% Kalt e
mavw amd 100 AANeC PeTAANAEELG va KAAUTITOUV >95% Twv TaBoAoyIKWV aAANAOUOp-
@wv oTov EANANVIKOG TANBuouS.'21518

MNapdyovteg mMou TPOKAAOUV (PAIVOTUTTIKA ETEPOYEVELQ

H Kl, To mo ouxvé povoyovidiako voonua otoug Kaukdoloug, anotelel 1bavikd
MOVTENO VOOHMATOC YIa TNV avayvwplon Kal TO XaPaKTNEIOHO TWV TTApayovIwy TTou
TIPOKAAOUV QAIVOTUTTIKN €TepOyévela.*® H pueydaAn ouxvotnta g Kl mapéxet: 1) ue-
YAAo aplBud aoBevwy yla AEMTOUEPEIC PAIVOTUTTIKEC MENETEC ATTAPAITNTEG YiA TNV
avayvwplon TeomomoINTIKwy Yovidiwy, 2) KaBloTtd SuvaTéC TIC OIKOYEVEIOKEG HENE-
TEG WOTE VA SLOXWPLIOTEL 0 PONOC TOU YEVETIKOU UTTOOTPWHATOG AT N YEVETIKOUG
mapdyovtec. EmmAéov, o ouvduacoudg Tng auvénuévng ouykévipwong dlatog (Nacl)
>60mEq/l otov 16pwTa TwWv acOeVWV KAl N HOPLAKH avAAUOT, EMITPETEL TNV ACPAAN
empPePaiwon ¢ didyvwonc.®

Qawvotumki moikiAopop@ia Kat aAAnAopopa yovidiouv CFTR

H avayvwpion tou yovidiou CFTR éylve EQIKTH UE TNV MEAETN TWV OIKOYEVEIWVY E HE-
yého aplBuod acBevwv kal anoTelel mapddelypa mtuxiag TG TEXVIKAG TTANPOQOPIag
Béonc¢ péow kKAwvomoinong (positional cloning).? O xapaktnptopoc tou yovidiou CFTR
mpocépepe o€ BABoC kKatavonon TnNG Hoplaknig maboguaoioloyiag Tng Kl. O1 opoluyw-
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TG yla TNV p.F508del, amoteAolv Tnv peyaAltepn opdda pe KOvd YovoTuTio (Tepimou
50% twv acBevwv og mMAnBuopol¢ omou n p.F508del mapouaoialel uPnir cuxvotnTa)
Kat anotéleoav TANBUOUO ava@opdg yia T o€ BAB0C HEAETN GUOXETIONG YOVOTUTIOU/
@awvotumou.?' Yridpxel emiong kal pia opdda 15-20 MiyoTtepo Kovwv PETAAAEEWY, oL
omoie¢ euBuvovTal yia To 15% Twv aAAnAopopewv Kl oe Kaukdoioug minBuopouc.?
MeAETN TN eMibpaong OToV QAIVOTUTIO TWV AlYOTEPO KOWVWwV HETAANAEEwY anédelle
OTL O€ éva TTOCOOTO N PAIVOTUTIIKH TIOIKINOOp®ia oeileTal otov yovotumo.? O yo-
vétumniog Kl ouoxetietal e TNV TTAYKPEATIKY ETTAPKELQ/AVETTAPKELA KAl AUTO 0drynoe
OTOV XOPAKTNPIoNS U0 KATNYopLwy HETAAAEEWV: TIC “Baplég” Kat TIG “ATTIES”

H maykpeaTikr avemdpkela cuvoEeTal Katd kavova Ue Tnv mapouaia duo Baplwv
petaANa€ewv, mou avrikouv oTic opddec I-lll kat emnpedlouv o€ peyalo Babud tnv ma-
paywyn evepyou CFTR mpwteivng (EANAEIPN QUOCIONOYIKAG 1} TTApoUGia TTPWTEIVNG OE
TMMOGOCTO MIKPOTEPO TOU 3%). Ot opoluywTeg TG HeTANAENC p.F508del epgpavifouv
TNV KAQOIKN KAWVIKA CUMTITWHUATOAOYIA TNG VOOOU WE TAYKPEATIKN QVEMAPKELA Kal
AVATIVEUOTIKN VOO0, N S1dyvwaon YIVETal TOUC TPWTOUC PRVEC TNS {wNC Kal TTapouoid-
Couv LYPNAEG TIHEG XAwploUXwv aTov 1dpwTa. 161a KAVIKN elkéva epavilel kat opdda
ANwv petar\déewy Omwe ol c.621+1G>T, p.G542X, p.N1303K, p.R553X, p.W1282X
mou XapaktnpiCovtal emiong Paplég HeTaAAEEIC.?® H TayKpeaTIKN eMApKeLla avTiBeTa
OLVOEETAL UE TNV TTAPOUCia HIag TOUAAXIoToV ATTAC METAAMAENS (p.R347P, p.R334W,
p.R117H, p.A455E, p.P547H, p.S549N, p.G85E), ue amoTéNeGa TNV TTAPAYWYI PUCIONO-
yikA¢ CFTR mpwteivng og mooootd 3-8% Kal Tnv nmoéTePN KAVIKA €lkdva. H cuoxétion
NG MAYKPEATIKNG EMAPKELAC HE TNV TTAPOUGIA [Iag Povo Nmag HETAANaéNG, aveldp-
™NTa anod tn HeETAAMAEN 0To AAO aAAANAOUOP PO, UTTOSNAWVEL OTI Ol UETAANAEEIC AUTEC
ETKPATOUV €VAVTI EKEIVWV TTOU TIPOKAAOUV TTAYKPEATIKN avemdpkela. H mapatripnon
EpUNVeVETAL TTO TO YEYOVOC OTI OAEC Ol ATTIEC METANNAEELC avriikouv OTIC opadec IV
kat V kat xapaktnpifovtatl and vmoA&ippatikg Spactnpeiotnta twv dtavAwv Cl- otnv
Kopu@aia pepfpavn Twv emONAOKWY KUTTApWV. Mikpd Togootd aaBevwy (2-3%) pe-
TATTMTEL TIPOOSEVTIKA ATIO TIAYKPEATIKI EMAPKELA O AVETAPKELA Kal PEPOLV BapléC
METAAAEEIG. OpIopEVEC TTAPEPUNVEVCIUEG UETANNAEELS, OTIWG P.GB5E umopei va oxeTi-
Covtal pe SlapopeTikol Pabpol maykpeaTikn Aeltoupyia o Siapopoug acbeveic. Ze
QUTEG TIG TIEPIMTWOELG Eival TMOAVO va CUVUTIAPXOUV AANOL YEVETIKOL TPOTTOTIOINTIKOI
mapdyovteg ou emnpedlouv BETIKA i ApVNTIKA TNV TTAYKPEATIKA A&lToupyia.'2*

‘Ocov apopd Tnv BapltnTa TG TVEUUOVIKAG VOoou dev €xel Bpedei ouoyxétion pe
Tov TUTO TWV PeTaAMAEewv Tou yovidiou Tng K122

‘O\EC AUTEG Ol TAPATNPAOELC 08NYNCAV OTNV €PEUVA YEVETIKWY TPOTIOTIOINTIKWY
TTAPAYOVTWYV Ol omroiol eMNPeAfouV TNV €KPPAON TOU KAIVIKOU (patvOTUTIOU.

Fevetikoi tpomomoinTikoi mapdyovteg paivotumou Kl -
MeBoboloyia evtomouov

Mpv yivel avagopd oTnV avixveuon YEVETIKWY TPOTTOTIOINTIKWY TTapayoviwy Oa
TIPEMEL va avagepBei 6TL n eviunwaolakn avénon tou mpoodokipou empBiwong Twv
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acBevwv pe Kl ta tedeutaia xpodvia ogeiletal og LeYANo TOCOOTO OTIC VEEG BepaTieu-
TIKEC TIPAKTIKEG ((PAIVOTUTTIKH TIOIKIAOPOP@ia AOYW TIEPIBAANOVTIKWY TTapayovTwy). H
CUUTANPWMATIKA BepaTeia pe MayKpeaTikd €viupa, CUUTANPWHATA S1aTPOPRG Kal
Brtapvwv éxouv Tpomomoloel Tov @awvoturo tng Kl amd voonua pe pikpd mpocdo-
Kipo emfiwong Adyw «UTMOoITIOPOU» O€ VOO A OTToU Ol aoBEeVEIC KATAAYOUV EV-
Aol AOyw TTPOOSEVTIKAC EKMTTWONG TNG AVATIVEUCTIKNAC Asitoupyiac.?’ H avénon tou
mPoodoKIpou emBiwong ta teheuTaia xpovia £xel ATTOKAAUPEL KAl ANNEG GUVETTELEG TNG
vdoou o€ aoBeveic peyalltepng NAIKiag, mapd Ti¢ OepameuTikéG TTapeUPACELS, OTTWE N
gupavion cakxapwdouc Siapritn mou ogeiletal oTnv SuoAelToupyia TNG EvOOKPIVOUC
poipac Tou maykpéatoc.28 AvTiBeTa, N QAPUAKEUTIKN aywyn @aivetal 0TL Oev €XEl TpO-
TTOTIOIAOEL TNV EUPAVION EMITTAOKWY, OTTWG N amo@paén evtépou (DIOS) kat n nrmatikn
Kippwon.”

Me okomo Tnv avaiuon/SlaxwpeLlopd TwV YEVETIKWY KAl [N YEVETIKWY TPOTIOTIOIN-
TIKWV TTAPAYOVTWY TIoU €TNPEACOLV TNV GAIVOTUTTIKY TTolKINopop®ia otnv Kl xpnot-
poTolOnkav peyAAeC olkoyévele e aoBeveic pe Kl. H emaveppdavion cupnmtwudtwy
oe abérgla pe Kl pe ouxvétnta uPnAotepn amd pn ouyyeveic acBeveig pe tov idlo
yovoTuTio UnodnAWVEL Midpacn YEVETIKOU TPOTTOTTOINTIKOU TTAPAYOVTA. € AUTHV TNV
mepimTwon MPEMEL va PEAETNOEl TPOOEKTIKA TO «KOIVO TIEPIBAANOV» HETAEY TWV adEN-
WV pe KI. MeAéTeg pe peyalUTEPN OTATIOTIKA SUVAUN €ival AUTEC OTIC OTTOIEC YiveTal
ouykplon PeTa&l povoluywTikwy (MZ) kat Sil{uywTikwy (AZ) Sidupwv yia cuvdgeela
O€ TIOLOTIKA KAl TTOCOTIKA YVWpiopata. Zeuyn S18UUwy Ta omoia peyawvouv oto idlo
OIKOYEVEIOKO TTEPIBANNOVY, £xouv ekTEDEL Kal 0TOUG iS1oug TTEPIBANNOVTIKOUG TTOPAYO-
VTEC. [evikd, ot MZ §idupol potpdlovtat 100% TG YEVETIKAG TTOIKIAOPOp@iag Kat ot AZ
10 50%. ‘Otav {evyn MZ 816UPWV eMEEIKVUOLV HEYANUTEPN CUVAPELQ YIA KATIOIEG KAI-
VIKEC OUVETTEIEC TNG VOOOU amto Toug AZ 8180 pouc, TéTE N untdBeon ival 0TI euBuvovTal
0Ol YEVETIKOI TapayovTe(.2® Ot KAAOIKEG AUTEG HENETEC SIOUUWY €xouv XpnaotpomolnBei
EVPEWC Yla TNV EKTIMNON TOU TTOCOOTOU TNG PAIVOTUTIIKIG ETEPOYEVELAC TTOU OPEINE-
Tat o€ yovidia [kAnpovopikétnta (heritability) h?]. H uéBodoc autr éxel tpomomoinOsi
yla TV ektipnon tou h2ya tnv @awvotumikr molkilopop@ia otoug acBeveic pe Kl wg
TTPOC TNV AVATIVEVUOTIKI AEITOUPYIQ, TIC AVOPWTTOUETPIKEG UETPHOELC, KA TIG ETITTAOKEC,
OTIWC eVTEPIKA amoepaén kat Stapritnc.

Mvevuovikn Asitoupyia

Ot mpwteg peréteg S16VUWY otnv Kl yla TNV ekTiunon ¢ cUMPBOANG Twv TPOTIO-
moINTIKWV Yovidiwv otn Baputnta tng Kl, xpnotpomnoinocav pia cuvOeTn pétpnon ava-
TIVEUOTIKNG Agltoupyiag Kat 1o Seiktn owpatikig padag (Body mass index, BMI). Ta
ATTOTEAEOUATA AUTWVY TWV PEAETWY €8e1€av OTI N KAnpovoulkotnTad (h?) avanmveuoTIKAG
Aertovpyiag Baotl{dpevn og petprioelc Tou FEV, kupawvétav ané 0,54-1,0.2° To yeyovog
aUTO gvioXuoe TNV amoyn OTL YeVETIKOI TpomomotnTikoi mapdyovteg maifouv onuavti-
KO poho atov Tpoadloplopo tou FEV;, mou amote)ei Tnv KUpla HéETpNon TNG avanveu-
OTIKAG AetToupyiag Kat cuvdEeTal e To MPoodOKIpo emiBiwong Twv acBevwv e K.
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210V KaBoplopd TnG apuTnTag TNG MVEVUOVIKAG VOOOU UTIEICEPXOVTAL KAl [N YE-
VETIKOI TTAPAYOVTEC, OTTWC KOIVWVIKO-0IKOVOUIKOi (Mpdofaon os kévtpa Bepameiac,
OIKOYEVELOKO €1068Nua), alwpouueva owpatidla, kat KAmviopa. Ma TV ektipnon Tng
oupBoAng Tou mepIBdrlovToc, HetpnBnke o FEV, oe MZ kat AZ 516Upouc kaBwc Kal o€
Cevyn adehpwv evoow (oucav oTo iO10 OIKOYEVEIAKO TTEPIBAANOV Kal APOU UETAKOUI-
oav anmod auto. To cupmépacpa fTav 6Tt GooV agopd TNV QAIVOTUTIIKH TIOIKINOUOp®ia
NG TIVEUUOVIKIAC VOoou ol TiepiBailovTikoi mapdyovtec cupalhouv katd 40% kal
yovidiakoi katd 60%.*

Zakyxapwdne diafntng

Me tn BeAtiwon Tng Bepamneiag Twv aoBevwv moANoi evnAiKiwvovTal AoV, £X0uV
OMWC eppavioTei emmpdobeteg emmiokéc. H Suolettoupyia tng evdokpivoug poipag
TOU TTAYKPEATOG WG ATTOTENECHA TNG XPOVIag Suoheltoupyiag TnS e§wKpivoug poipag,
odnyei otnv anwlela NG AelToupyiac Twv BATA TTAYKPEATIKWY KUTTAPWY Kal PEIWE-
vn €KKpLlon tvooulivne. To 2% twv adiwv e Kl, 1o 19% twv gprifwv kat >40% twv
evnAikwv ekdnAwvouv 81apritn.2’ O cakxapwdng Stapritng otnv Ki & cuoxetiletal pe
TIAXUOAPKIa Kal YEVIKA AuTr N Katnyopia Twv acBevwyv éxel xelpotepn mpdyvwon. O
S1apriTnG TUmou 1 Kal TUTTOU 2 GTOV YEVIKO TTANBUGUO £XOUV CUCXETIODE( e ApKETOUC
YEVETIKOUG TOTOUG Kal LETAANGEELG O€ apkeTd yovidla. H avixveuon yovidiwv mou ou-
oxetiCovtal pe TV ep@avion dtlapntn otnyv Kl éxel BaoioBei oe peléteg S16UVPwV. Ala-
MOoTWONKE 0TI 01 MZ PPAVIoAV APKETA UPYNAGTEPA TOCOOTA CUVAPELAC ATTO TOUC AZ
Kal (evyn adehpwv pe Tov idlo CFTR yovétumo, pe tov Seiktn h? va minotdlet to 1,0.3
Emopévwg, o oakyxapwdng dtapritng otnv Kl mpocdiopiletal oxedOV amoKAEIGTIKE Ao
YEVETIKOUG TPOTTOTIOINTIKOUG TTAPAYOVTEG KAl paiveTal va HolpAaleTal TAPOOLO YEVETI-
KO untoBabpo pe Tov diapritn tomou 2.

Eideb¢ amé unkwvio

O e\edC amd PNKWVIO ATTOTEAEL XOPAKTNPIOTIKO TNG VEOYVIKNG TiEPIdSou otny Kl
Kal emnpeddel mepimou 10 15% twv veoyvwv.?' O CFTR yovoTtumog gaivetal va maidel
ONUAVTIKO PONO OTNV EPPAVIOT) TOU piE ToUuG opoluywTeg TnG p.F508del va éxouv mepi-
mou 19% mbavoétnTa evw ol acBeveic pe Tnv p.G551D petahaén, 6,4%.32 Ouwg, otnv
EUAvIoN €INeOV amd pnkwvio Ba pémel va mai{ouv pdAo Kat AANOL YEVETIKOI TPOTIO-
TOINTIKOI TApdyovTeg EpOcoV n emaveppavion os adéAgla pe Kl avépyetal oto 25%,
OPKETA UYNAGTEPO TOCOOTO ard 1o 15% o€ un cuyyevikoug aoBeveic pe Kl.33

Hmatikn duocAesiroupyia

H nmatikr) duocAeitoupyia amotelei kowvo mpdPANua Adyw amd@pa&ng Tou XoAn-
@Opou mopou. Mikpd mocooTd (~3-5%) Twv acBevwy avanTuooouy NIATIKNA Kippwaon
kal mulaia uméptaon.2' H mapoucia nmatikwv emm\oKwyv o€ acBeveic veaprig nAKiag
uTToSNAWVEL OTI TTPOKELTAL LOVO YIA ETIIMAOKHA TNE XPOVIAS NTTATIKAS BAABNG aANd iow(
SlakpItd PaAVOTUTIO TTOU £€APTATAL ATIO YEVETIKOUG TPOTIOTIOINTIKOUG TTAPAYOVTEC.
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Ot puBpoi emavepPAaviong NATIKAG vVOoou o€ adéA@la dev €xel LEAETNOEL EMAPKWC,
EKTOC aTTO pia HEAETN ACUMPWVIAC Yia NITATIKN vOoo o€ Tévte (elyn adeApwv.®® H
NTATIKA Kippwaon gival ToAU omdvia emmAoKn Kat &€ pmopei va ekTiunBei n kKAnpovo-
MIKOTNTA UE TIC avAAUOEIC cuvAPelag PeTa&l MZ kat AZ S180pwv pe KI.

Tpomomointika yovidia aivotomou Kl

H kaAr] yvwon tng maboyévelag tng Kl kal n yvwon tng Soung kai Aettoupyiag tou
yovidiou CFTR umipe kaBoploTiKA yia TNV amoKAAUYPn oNUATOSOTIKWY HOVOTIATIWY
Kal yoviSiwv TTou CUMPETEXOLV O€ auTd, Kal mavotata emnpedlouv Tov eavoTumo
NG vooou. Q¢ €K TOUTOU Ol TIEPIOCOTEPEC MEAETEC YA EVPECT TPOTIOTIOINTIKWY YOVI-
Siwv emkevipwOnkav otn peBodoloyia avixveuong mbavwv vmoPneiwv yovidiwv
(candidate gene approach). Amé Ta mBavd umoprigla yovidia eAaxlota peAeTibnkav
o€ opadec aoBevwv Kl mou mepiehdpupavav meplocdtepou amd 1000 acBeveic. Méxpt
oTIypng avayvwpifovtal mepimou evvéa yovidla Ta omoia éxouv PEAETNOEL pe emava-
ANYILOTNTA AMTOTEAECUATWY OE TIEPLOCOTEPOUC TwV 500 acBevwv (Mivakag 1).

MeBodohoyieg peAETNG OAOKANPOU TOou YyovidlwpaTog (genome wide studies-
GWAS) gvtomioav meploxf Tou XpwHoowpatog 19 wg umetBuvn Tpomomnoinong Tou

MINAKAZX 1. Tpomomointikd yovidia S1a@opwv XapaktnploTikwv TG Kl

lovidio Avanvevotiky  Amoikiopdg  Ethedgand Takxapwdng Hmatikn
A&ttoupyia T3 MNKwvio SapATng vOoo(g
(FEV,) P. aeruginosa
ADIPOR2 amodedelypévn
emidpaon

EDNRA mOavn

emidpaon
IFRD1 amodedelypévn

enidpaon
IL8 anmodedelypévn

emidpaon
MBL2 mBavn mOavn

emidpaon enidpaon
MSRA mOavn

enidpaon

SERPINAT  kapia pdANov Kapia amodedelypévn

emidpaon emidpaon emidpaon
TCF7L2 mOavi

emnidpaon

TGFB1 mOavn Kapia pdANov Kapia

enidpaon enidpaon enidpaon
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(PAIVOTUTIOU TNG ammoppaéng Tou eviépou.® H olvdeon dpw autrig TNG TIEPLOXIC ME TO
@avéTuno amoepa&ng Tou evtépou Sev Umopeoe TeAIKA va anodelxOei oe emdueveq
peNéTec. Ot GWAS peléteg gival SoUnUEVEC va EVTOTTIOOUV G€ OAOKANPO TO YoviSiw-
Ha, YOVISIaKOUG TTOAUPOP@ICHIOUC UE JIKPT 6pAcn O0ToV TEAIKO PAIVOTUTTIO KAl KOIVOUG
OTOV YEVIKO TTANBUOWO. To poPANpa givatl OTt yia va KataAi{ouv o€ oTaTioTIKA on-
MavTIKO amotéheopa Xpetalovtal HEYANo aptBud atopwy (6ekddeg xIMASEC), KATI TO
oroio bev gival eQIKTO yla povoyoviSlaKA VOOHATA, OUTE Kal yid éva KOLVO UIOVOYOVI-
Siakd voonua omwe n K.

lovidia tpomomoinong avamveuoTIKIG AgiToupyiag

Mia amd T apxIkég PENETEG EVPEONC UTTOYHAPIWY TPOTIOTIOINTIKWY YoviSiwv €6¢€l-
& 611 un Aeitoupyikd aAAnAopop@a oto yovidio MBL2, mou KwdIKomolel TNV AeKTi-
vn ouvdeonc TNS pavvolng, oxetiCovtal PE TIC METPROEIC AVATIVEUOTIKNG AElToupyiag
(FEV,, FVC).*” Mepimou 12 SnUOCIEVOELC £XOUV EKTIUAOEL TNV EMOPACN TWV AVEVEPYWV
aAnAopopewv oto MBL2 yovidio («0» aAAnAdpop@a), Katl 6 ol omoieg mepleAduBavav
mavw amno 2000 acBeveic Kl, motomoinoav ot o1 yovétumol «00» kat «A0» cuvSéovTal
ME YEIWUEVN avamveuoTIkn Asrtoupyia (Mivakag 1), dGAAeG 6 (ue 1900 acBeveic) dev
Bpnkav cucxétion, evw pia (ue 109 Aavoug aoBeveic) katéAnée og avtiBeto cupmépa-
oMa.%83° To yovidlo MBL2 emAéxOnke va pehetnOei Adyw tng dpdong Tou oTn pn €181Kn
avooia kat amd 1o yeyovoc 6t ENeldn tng MBL2 mpwteivng mpodiabétel yia Baktnpl-
OKEC Kal loyeveic hotpwEelc. KaBoti ol avanveuoTikEC AOIMWEELC amoTENOUV ToV Dee-
Awdn mapdyovta Peiwong TN avanveuoTIKAC Aeltoupyiag og aoBeveic Kl, BewpriBnke
611 10 MBL2 ATav éva Kahd umoPri@lo TPOTTOTTOINTIKO YoViOIo yla HENETN.

Tpelg peréteg, pe 2000 aoBeveic Kl, cupmépavav 6Tl 0 avevepyog yovotumog «00»
amotelei mpodlabeoiko mapdyovta yla MTPWIUO AmoIKIoUS Twv acBbevwv pe Pseudo-
monas aeruginosa (Pa). Mehétn pe 112 Zoundou¢ acBeveic édei&e mpodiabeon akdun
Kal pe MBL2 yovoTUTIouC e HEPLK AEITOUPYIKOTNTA «AD», eV TTEVTE UENETEC Sev Bpn-
KAV OUOYXETION.3 % [evIKd, ol yovoTuTol Tou yoviSiou MBL2 cuoxetiCovtal pe auénuévo
KivOuvo TIPWIUOU aTOIKIoMOU HE Pa, To oToio YE TN O€lpd Tou odnyei o emdeivwaon
TNG TIVEUHOVIKNG VOOOU 0€ GUYKpLon He acBeveic idlag nAkiag kat CFTR yovoTtuTiou, ol
omoiol 6ev mapouaoialouv ENeYn mpwteivng MBL2.

To yovidio TGFbT (ueTatpenTikdg auénTikdg mapayovtac), €xel dlepeuvnBei o€ ap-
KETEC SNOOIEVOEIC yia TBavr CUBOAN TOU 0av TPOTTOTTOINTIKO YoviSlo TOU avamnveu-
oTIkoU @aivotumou Tn¢ K. Alapopol yovotumol tou yovidiou TGFbT sixav cuoxeTioBei
pe Sdtagopormoinon Tou Kivduvou yia AAAa TVEUIOVOAOYLKA Voo aTa 61w To dobua
Kal N XPOVvIa amo@paKTIKN Tveupovomddeia.*’ EmmAéov 1o TGFbT yovidio maiel mpw-
TapXIKO POAO otV avamveuoTik maboyévela Tng Kl wg pubBuIoTig TG AEYPOVAC Kal
AVATIAQONG TOU TIVEURIOVIKOU 10T0U.*! Mia amd TI¢ HEYAAUTEPEG HEAETEC AVAYVWPIONG
TpomornoiNTikwy yovidiwv ya tv Kl (Genetic Modifier Study-GMS)™ pehétnoe 808
aoBeveic opoluywteg p.F508del yovotumou e akpaioug TVEUIOVOAOYIKOUC PAIVOTU-
moug (UPnAdtepo Kal xapunhdtepo moocooto FEV,) kat avakoivwoav 6Tt 0 moAupop®L-
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Ou6¢ ot B€on -509 Tou umoKIvNTH Tou Yovidiou Kal 0To Kwdikévio 10 Tou TTPWTOoU
e€oviou Tou yovibiou cuoxetioOnkav pe xelpdtepn avamveuoTiKA Asttoupyia.”” To €0-
pnHa emavalieonke kal o ANNeG peNéTEC e aoBeveic pe dlagpopeTikoug CFTR yovo-
TUmouc. ABPoLoTIKA BPEBNKe OTI YOVOTUTIOL OL OTTol0L TIPOKAAOUV auénon tng éKepa-
ong tou yovidiou TGFb1 cuoyeTiovtal Ye XEIPOTEPN AVATIVEUOTIKN AstToupyia otnv Kl.

MeBobdohoyiec GWAS éxouv emiong xpnollomolnBei yla TNV avixveuon YeVETIKWY
TOTIWV Kal YyoviSiwv ol omoiol TPOToToIoUV TNV AVATIVEUCTIKN A&itoupyia otnv K.
Mia tétola pelétn pe 160 acBeveic p.F508del pe o @awvotumo kat 160 pe tov idlo
yovéTuro aAAd Bapu @avoTuTIo, EVTOTIIOE 6 UTTOPHAPLEG TTEPIOXEC CUOXETI(OEVEC UE
QVOATIVEUOTIKA AElToupyia. 4 To ueyaAUTEPO TOCOOTO CUCKETIONG EiXAV TPEIG LOVO-
VOUKA£0TIOIKEG aAayéG oTo yovidlo IFRD1 (yovidio 1 puBuoTi¢ avantuéng Kat ou-
OXETICOPEVO UE VTEPPEPSOVN). TO Yovidlo IFRD1, H€Ow PETAYPAPIKWY UNXAVIOUWY, OU-
vtoviCel TNV AelToupyia Twv oudeTEPOPIAWY O€ amdvinon BaktnEIakwv Aopwewv.

Daivetal 61 pe Tov (610 pnxaviopo, SnAadr TN Slapodpewaong TnG anmdvinong Twv
0UOETEPOPINWY O€ BAKTNPEIAKEC AOIUWEELC, AEITOUPYOUV KAl TTOAUOPPIOOL OTO YOVi-
610 IL-8 (IvtepAeukivn 8), emnpedlovTag TNV avamveuoTIKN Aettoupyia.** To yovidio /L-8
Opa w¢ Sla-pecorapnTng Tou XNUEIOTAKTIOHOU TwV OUSETEPOPIAWY. ZUUTTEPACUATI-
KA TpomoToINTIKA yovidla emnpedlouv Tnv Bapltnta TNG avanmveuoTIKAE AElToupyiag
otnv Kl Slapop@wvovTag TNV aveKTIKOTNTA Tou EEVIOTH 0€ AOIUWEELC.

ANMNASHop@a tou yovidiou EDNRA (urmobdoxéag tng evdoBnAivng tumou A), éxouv
amodedelypéva ouvdebei pe Bapu mveupovoloyikd @avoTuro. ‘Eva GUYKeEKpPIUEVO
oAMnAopop@o otnv 3’ un petagpalopevn meploxr (3'UTR) Tou yovidiou Bpébnke ot
opoluywteg p.F508del pe Bapu @awvoTtumo. To CUYKEKPIEVO aAANAOop @O paiveTal
va ennpeadel TNV PeTaypa@r Tou yovidiou kal emopévwe Ta emimeda ék@paong Kal
TO TTOCO TNG TTPWTEIVNG mou Trapdyetal* Moikihopopeia ota enineda ékppaong Tou
EDNRA €Xouv CUGCXETIOTEL Kal e AYYEIOOUOTAATIKA voorpata Adyw emidpaong Tou
yovidiou oTnv AertoupytlkdTNTa TWV ALiwv Huwv. Ocov agopd tnv Tpomonoinon Tou
@awvotumou otnv Kl, n §pdon Tou yovidiou EDNRA pdANov cuvdéetal e petaBolr Tou
MUTKOU TOVOU TWV AEIWV HUWV GTOUG TIVEUUOVEG /KAl OTO ayYElako ouoTtnua.*

lovidia tpomomoinong evtepikrc améppa&nc/eIAeol amé unKwvio

H avixveuon yeveTIKWY TOTIWVY TPOTIOTIOINONG TNG EVTEPIKNG amoppaéng otnpixon-
Kav Kupiwg og peBodoloyieg peAéTNg oAOKANpou Tou yovidiwpatog (genome wide
studies-GWAS). ApXIKA EVTOTIIOTNKE Hia TIEPLOXH TOU XPWHOOWHATOC 19 w¢ umeuBuvn
TPOTIOTIOINONC TOU PAIVOTUTIOU TNE anmd@Paéng Tou evtépou,*® n ouvOeon OUWCE AUTAC
NG TEPLOXNA G HE TO PAIVOTUTIO Ao paéng evTEpou Sev UMOPEeTe TEMKA va amodelyOei
O€ EMOUEVEC MENETEC. ANAN UENETN e 26 (euyn adeh@wv pe Kl kat eINed amd pnkwvio®
EVTOTIIOE 2 YEVOUIKEG TIEPIOXEG OTA XpwHoowHata 8p23.1 kat 11g25. H mAéov 1oxupn
OUOXETION TIPOEKUYPE amd TNV TEPLoXH 8p23.1 Kal pie éva amAOTUTIO ATTOTEAOUEVO ATTO
3 povovoUuKAeoTIOIKEG aANayEC oTo yovidlo MSRA (avaywydon tou Beiwdouc oeldiou
¢ pebetovivne). To MSRA avayel ta ofeidwpéva katalotrma pebelovivng o mpwTeiveg
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ONUAVTIKEG YIa Ta evTePLKA éviupa 6mwg n al-avtiBpuyivn. Ot moAupop@IoUoi 0TO
MSRA {ow¢ TpomomololV TNV TEYN TOU EVTEPIKOU TTEPLEXOUEVOU CUUBANOVTAG £TOL
ot Snuioupyia MaXUPEPEVCTOU KNKWVIOU Kal TEAIKA 0TNV armo@paén Tou EVTEPOU OTaA
éuBpua kat veoyva pe Kl.

Takyapwdng diafritng

O cakyapwdng diapning o aobeveic pe Kl paivetat va poipddetal to idlo yeveti-
KO UTTOOTPWHA UE Tov SlafrTn TUTou 2.3 Mpdyuatt Bpédnke cuoXETION UE MOVOVOU-
KAEOTISIKEG ANNAYEC OTO HETAYPAPIKO TTapdyovta TCF7L2 o omoiog gixe cuOXeTIOOE(
Kal pe Safntn tumou 2. To ouykekplpévo yovidlo paiov dtadpapatifel onuavTikod
POAO O0TOV TTOAATIAQCIAOUO Kal TNV AElToupyia Twv BrTa MayKPEATIKWY KUTTAPWV.
H gum\okn tou TCF7L2 otov cakxapwdn Siaprtn cuvdeopevo pe Kl umodniwvel ot
evOOYEVEIC TAPAYOVTEC TWV PATA TTAYKPEATIKWY KUTTAPWY GUUBANOUV OTNV CUYKE-
Kpiuévn emmiokn otny K.

2XYMIMEPAXMATA

O Bactkog AOYoC avixveuong TPOTTOTIOINTIKWY YEVETIKWY TTapayoviwy otnv Kl &i-
vat n avantuén véwv BepameuTiKwy TPWTOKOAAWY Kal N akplBéotepn mpdyvwon TG
mopeiag TG vooou. MNa tnv emitevén auTwWV TwvV OTOXWV ATTAITEITAL XAPAKTNPIGHUOG
TOU pnXaviopoU tpomoroinong Tng vooou. MNa acealf cupmepdopata gival ToAU
ONUAVTIKO va €xel Kataypa@ei pe akpifela o avotunog Twv acBevwv. Ot YeNéTeq
OIKOYEVEIWV LIE TIEPIOOOTEPOUC TOU €VOC TIAOYXOVTEC KABWC Kal ol HeAéTeg MZ kat AZ
8160wV, BonBolv oTNV EKTIUNON TNG CUVEICPOPAC YEVETIKWV KAl [N YEVETIKWY TPO-
TIOTTOINTIKWVY TTAPAYOVTWY. ATTO TA ATTOTEAECATA TWV PEAETWV YIA TPOTIOTIOINTIKOUC
nmapdyovteg Ba ektiunBei edv n kaAutepn ékBaon Tou voorpatog Ba e§aptnBei amd
NV avénon n eAatTwon ¢ €KPPaAcng TNS TPWTEIVNC TTOU TAPAYETAL ATO TA TPOTTO-
moinTikA yovidia. H umapén povtéAdwv meipapatdlwwy (movtikl, Xoipog kat kouvdapi)
pe Ao ) Bapu gawvoturo Kl, Exel CUVEICPEPEL OTIG AEITOUPYIKEG LEAETEC KAL OTIG HIE-
Aétec ahnAenidpaoncg peta&l tou yovidiou CFTR Kal TwWV TPOTOTOINTIKWY YoviSiwv.
ISlaitepa Ta povtéAa Tou Xoipou Kal Tou Kouvaflou TPocopoldlouv TIEPIOCOTEPO
otnv naBoguaololoyia TG véoou oTov AvBpwTio Kal gival Xprotpa yia tnv a&lohdynon
VEWV BEPATIEVTIKWYV TTPOCEYYioEWVY. TENOC, N EUMELPia TTOU ATTOKTAONKE amd T PENETN
TPOTIOTIOINTIKWY YEVETIKWV TTapayoviwv otnv Kl eival xpAoiun kat yia dAa povoyovi-
Slakd voonuarta.
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Emyevetikoi unyaviouoi kai aclua

>ooia Kitolou-T{éNn, Kwvotavtiva Kooud

To maudiké doBua amotelei onuavTikn emPBAapuvon yla Tov TAcYXovTd, TNV OIKOYE-
VELQ KAl TO KOWVWVIKO UVOAO. O emmoAacpog Tou €xel au€nBei Spapatikd Tig TeAeuTai-
£C 2-3 OEKAETIEC, UE TO VOONA VA Eival CUXVOTEPO OTIC TTAEOV AVETTTUYMEVEC XWPEC.' H
TTAYKOOIA EKTIUNON TOU EMITOAACHOU TOU TTAISIKOU AcOUATOC TTOIKIAAEL aTTO 1% €WC
18% kai urtohoyiletal 611 MpooBAAAel mepimou 300 ekATOUUUPLA ATOUA TTAYKOOUIWG,
EVW avapévetal avénon os ~400 ekatoppLpla ATopad €wg To 2025.2

H paydaia at&non maykoopiwg kat ol TEPACTIEC SLaPOPEC TTOU TTAPATNPEOUVTAL UE-
Ta€0 MANBUCUWV PE TTAPOMOLO PUAETIKO/EBVIKO LUTIORABPO, AANG SLAPOPETIKN TIEPL-
BaMovTikr €kBean, amoteAoUv TAPAYOVTEC TTOU CUVNYOPOUV UTTEP TNG CUUMUETOXAS
mePIBAMOVTIKWY Tapayoviwy, Omwe n Slatpo@r, N ATHOcPAIPIKN pUTTAVON Kal Ol
ouvOnikeg epyaciag otnv avantuén tng voéoou.

H aitioloyia Tou doBuatoc Sev gival akdpa MARPWC KATavonTh, EVW gival TTpo@a-
VEC OTL Sev TTPOKELTAL Yla pMia vOOO, aAAd yla cUVOPOWO e TTOANOUC PAIVOTUTIOUG, JIE
KATTIOLOUC YVWOTOUC KAl KATIOIOUG ampoodioploTou AITIOAOYIKOUC TAPAyovTEG TTOU
gUMAéKOVTAL OTNV AvATTUEN Kat TNV ekdNAwon Tou. Q¢ €k TouTtou, N maboyéveld Be-
wpeital mepimokn kal @aivetal 0Tl o Kivduvoc ekdNAwong TN véoou e€aptatal amo
TNV aAAnAemidpaon MOANWV YeVeTIKWVY Kal TIEpIBarlovTIKwy mapayoviwy (Eikova 1).3

H yevetikr) Tou doBuatog amotelei avTikeipevo culritnong Kat avtimapddeonc yla
TOANA XpoVIa. ZUUPWVA UE TTPOOPATEC EKTIUAOELC UTTOAOYICETAL OTI TO YEVETIKWE Ka-
Bopilopevo otolxeio Tou doBuatog (heritability: «<kAnpovounoiudtnTa») Kupaivetal
amnd 37% €wg 80%. Mehéteg ouvdeonc Tou yovidiwpatog [Genome Wide Association
Studies (GWAS)] kat petavaAvoelg [GABLIEL & EVE Consortia meta-analyses], éxouv
KOTaAA&EL OTL TEKUNPIWHEVN 1OXUPK OUCKETION UE TO AoBpa £Xouv apketd yovidia,
onw¢ ta ORMDL3/GSDML, ILTRL1/IL18R1, TSLP, IL33.2* Ev TOUTOIC, TTOIKINOMOP®IEG
(SNPs variations) o autd ta yovidia «mpodidbeonc» oto acOua, dev aviyvelovtal o€

Epyaotripio latpikric levetikrig, EQvikd kat Kamodiotpiako Mavemotriuio ABnvav

AMnloypagia: Zopia Kitaiou-T(éAn, skitsiou@med.uoa.gr
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TEPLOOOTEPO amd 35% Twv MacXoviwyv. Autr n aduvapia evioniong Twv UTTOAOITTwY
YEVETIKWV Tapaydvtwy Tou dobuatog avagépetal wg «The Missing Heritability of
Asthma»? kal To kevd auto @aivetal 6Tt KAOAUTITETAL AT ETYEVETIKOUC TTAPAYOVTEC.>

EMIFENETIKH - EMIFENETIKOl MHXANIZMOI

EmyeveTikn gival «n HEAETN TwV 0TABEPWV XNHIKWV Tpomornoloewv Tou DNA kat
™G Xpwpativng mou odnyolv og aAaYEG TNV EKPPAOH Kal Asttoupyia yovidiwy, Xw-
pic dpwg avtioTtolxeg petaBoréc otnv alnlouyia tou kwdika DNA» (http://nihroad-
map.nib.gov/roadmap15update.asp).

Tov 6po Emyevetikr (Epigenetics), amd tnv eNAnvikn Aé€n emi-yéveon, emvénoe o
Conrad H. Waddington (1905-1975), miplv amo 10 H€00 TOU TTPONYOUHIEVOU alwva Kal
mipv akoépa 1o DNA amoktrogl onuavtik untéotaon otn Bloloyia, Tovi(ovtag o1l n
YeVeTIKN ouvdéeTal pe tnv avamntulakn Blohoyia. Alatunmwoe tnv unéBeon ot1L N On-
Hiloupyia Tou opyaviopou pe veooxnuati{opeva épyava Katl 1oToug amo pia apxIkn
adlagopomointn pdla (patvoTumog) amoTeAei To 0TASIOKO ATTOTENECA EVOC CUUTTAO-
KOU YeveTIKoU S1adiktuou,® omou arnAembdpouv to DNA kal ol TTpwTEiveG e A
Bloxnuikd popta, evdoyevn kat e€wyevn.>1°

MepiBdAlov /C:%: |

lovidia

e )

AIapopeTIKOTITA UETAEU ATOuwV

Eniyeverikij

EIKONA 1. O kivduvoc avantuéng acOuatog e€apTdtal amo YEVETIKEC KAl ETTIYEVETIKEG OA-
ANAEMOPACEIC e TO TTEPIBANNOV.
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H Emyevetikn 6ev aoyoAeital pe Ta yovidla kabautd, aAAd e TOUG TPOTIOUG TTOU TO
KUTTOPO Kal KaT' EMEKTACN 0 opyaviopog, StaxelpiCovtal 1o yovidiaké Sduvapikéd Touc.
Baolkog otoxog g auyxpovng EmyeveTikig ival n Siepelivnon twv maboyeveTikwy
MNXAVIOHWY PHECW TWV OTTOIWV TpoTToTolovvTal Yovidla amod mepiBarlovTikoug mapd-
YOVTEG, VW ANNEC TIEPIOXEG €PELVAC gival N TTABOYEVEDN XPOVIWV VOOHUATWY Kal N
avamTuén QapPAKeUTIKAG Bepameiag (avayevvnTiKn laTpikn)."

ZAuepa amodidovTal o€ EMYEVETIKOUC INXAVICOUG OPIOUEVA IOVOYOVIOIOKA CGUV-
Spopa (Rett, Beckwith-Wiederman, Prader-Willi/Angelman), evw gival mhéov yvwoto
OTlL N amopPPUOUION ETTIYEVETIKWY UNXAVIOUWVY artd TePIBAANOVTIKOUG TTAPAYOVTES
amotelei Tn Bdon yia mpodlabeon o€ KAPKIVOUC, OTIWC TIVEUUOVWY, TIPOCTATOU, Ha-
OTOU, EVTEPOU, OTOUAXOU, VEQPOU, OANA Kal O€ TTOAUTIAPAYOVTIKA VOOHUATA, OTIWE
Kapdlayyelakd, Yuxwoelg, cakxapwdn Siaprtn tumou I, dobpa.®'?

EmyeveTtikoi pnxaviopoi

Ot Emyevetikoi pnyaviopoi amotehouv Bloloyikég Stadikaaoieg mou xwpic va al-
Aolwvouv tnv aAnlouxia Tou DNA, dnhadr xwpic va em@épouv pHeTaANA&elC oTo
yoviSiwpa, emeppaivouv pubUIOTIKA 0TNV KANPOVOUNCIUN €KPPACT CUYKEKPIUEVWY
yovibiwv o€ ouykekplpéva otddla Tne avantuéng, kateuBuvovtag Tnv opain dlago-
poTmoinon KUTTApwY, TNV OPYAVOYEVEDH, TNV LOTOYEVEDN KAl OE OUVAPTNON UE Ou-
YKeKpIUévoug evOo-e€wyeveic mepIBal\ovTikoU¢ mapdyovTec.'%® Mepovwuéva n o€
ouvduaoo, Ol EMIYEVETIKOL Pnxaviopoi kabopilouv tn Asttoupyia (6t Tn dour}) Tou
yovidiwpatog, dnhadn edv, mote, kat o€ Totd Pabud avaipeital n dpdon, | avtiBeta
gvepyoroleital éva yovidio, i} CUUMAEYHA YOVISIWV («XNUIKOl SIOKOTITECY), UE ATTOTEAE-
OMa TIG METABOAEC OE AEITOVPYIEC KUTTAPWY / OPYAVWV.

Ot Baoikoi emyeveTikoi unxaviopoi gaivovtal otnv Eikéva 2.

1. H xpwuativn amoteAeitat amd DNA mepituMypévo yopw amod 8 povadeg mpwrel-
vWv-1oTovwv. KABe oktapepéc DNA cuvdedepévo e IOTOVEC amOTENEL éva VOUKAE-
6owua. O1 oupég Tou TMPOPANOLV ATTO TIG TIPWTEIVEC-IOTOVEC LPIoTAVTAL TPOTIO-
TIOIAOELG OTIWG: PWOPOPUAiwon, LEBUAIWON, AKETUAIWON (TPOTTOTTOINOEIC IOTOVWVY).

2. Ta pépta DNA peBuhiwvovtal pe Tnv mpoodnkn piag pebuiopdadag (CHs) otn Béon
5 1n¢g Bdong kutooivng, 6tav auth Bpioketal Simha og Bdaon youavivng (epLoxeg
CpG) pe tn BonBeia Tng DNA pebulotpavopepdonc (ueBuAiwon tou DNA). H pebu-
Aiwon tou DNA Slatnpei kateotahpévn Tn Spdon tou yovidiou.

3. H petaypapn mepihappavet tn petatpornr tou DNA oe mRNA, to omoio cuvnbwg
kataotéNhetat and ta miRNAs (amociwnnon yovidiwv amé miRNAs). H «Siakdoun-
on» Tou DNA kal Twv 1I0TOVWV JE XNMIKA popta (.. opddeg pebBuliou) kabopilel
€dv / mote / mov / og motd Babud Ba alomoindei n mMAnpogopia Tou avtiotolou
yovidiou.

‘Etol, evw T0 yoviSiwpa (DNA) eival otatikd, To emyovidiwpa givat Suvapiko, én-
Aadn mpokeltal yia avaoTpEPIeg TOMATAEG Bloxnuikég alayég oto DNA kat otn
Xpwpartivn. Onéte, evw 1o yovidiwpa kab' eauto ival éva, emyoviSiwpata urrdpxouv



Emyevetikoi unyaviopoi kat dobua 27

moANd. Mpocopotdletal PdAloTta To emyoviSiwpa wg To AOYIOUIKO evog UTTOAOYIOTH
(software), og avtiBeon pe 1o yovidiwpa mou MPocopolddeTal WG TO UNXAVIKO PEPOG
gvo¢ unohoytotr (hardware).

Ol emiyeveTIKOi UNXOVIOMOi CUVIOTOUV TO ETIIYEVETIKO TIPOTUTIO (epigenetic pattern).
To emiyeveTIKO TTPOTUTIO Slagépel amd 10TO GE 10TO Kal UTTOKEITAL O OUVEXEIC peTafo-
AEC, OTIWG O0EC eMépyovTal e TNV NALKIA 1} armd ePIBANAOVTIKOUE TapAyovTEC.' 0121417

Baoikoi Emyevetikoi Mnxaviopoi
TpomomolfoeIg IoTOVWY 0To doBua

Ot TpomomoIfCEI¢ TwV 10TOVWY MEPINAPPBAVOUV TNV AKETUAIWGN, TN UEBUAIwaonN,
™ PWoPopUAiwaon, TV Mpdodeon oufikouitivng K.4. Kal emtedolvTal pe T Spdon
€181k evUpwv: histone deacetylase (HDAC), histone acetyltransferase, kat histone
methyltransferase (HMT). Mpokettal yia mpooBa@aip€oelg HOPIOKWY «GNUATWY» (TL.X.
otnVv opdda uebuliov) MAvw G€ GUYKEKPIUEVN B€aN HIAG 1) TIEPICCOTEPWYV IOTOVWV Kal
auTto amotelel évav and Toug UNXaviopoUg puBuong tng evepyotntag Twv yovidiwv
SnAadn, divouv To évauopua yia va apxioel i 61 va mapdyetal To Tpoidv, Tou omoiou
N TAUTOTNTA LTTAYOPEVETAL ATIO TOV KWOIKA Tou DNA. Zuykekpipéva ol Tpororoln-
MEéVEC 10TOVEC Spouv W onueia ouvdeonc Twv DNA-TpomomoINTIKWY TTPWTEVWY Kal

Baowkoi Emyevetikoi Mnyaviopoi
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EIKONA 2. Baoikoi emyevetikoi pnxaviopoi
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Tou peBUAMwpévou DNA pe mpwTeiveg avaKATAGKEUNG TNG XPWHATIVNG. TO GUVOAO
TOUC QUTEC Ol TPOTTOTIOICELC ATTOTEAOUV TOV IOTOVIKO KWOIKA, CUUPWVA JIE TOV OTTOI0
METATPEMETAL N PAIVOUEVIKA OpOIOHoP®N BACIKN iva TNG Xpwuativng, o uPnAid Oi-
agoporolnpéveg dopéc. Ané t dopr TN Xxpwuativng kabopiletal mola onueia Tou
yoviSiwpatog ekppdalovtal Tn Sedopévn otiyur o€ kdbe kuttapo. Onoladrymote Si-
atapayn tne Sadikaciag tpomomoinong lotovwy pmopei va emnpeddlel tn doun TG
Xpwpartivng, SnAadn pmopei va MPoKAAECEL TNV AMoCIWNNON €vog evepyol 1 TNV
gvepyoroinon evog adpavoug yovidiou. 012

Au€nuévn aketuliwon 1oTovwy €xel SlamotwOei o€ PpoyxiKES Bloyieg kal To
TTEPLPEPIKO aipa acBuatikwy aoBevwv. H akeTuliwon ogeiletal o auénuévn pa-
otikdtnTa Tou evUpou HAT (histone acetyltransferase) | peiwpévn dpactikdtnTa
Twv ev{Upwv HDACs (histone deacetylases), pe amotéAeopa tnv UTTEPEKPPAON
APKETWV YoviSiwv QAeyUovic, 6nwe GM-CSF, IL4, IL5, IL13, Foxp3+. H ékppaon Twv
yovidiwv @Aeypovic kaBopiletal amd Tnv 10opporia petald tng akeTuNiwong Twv
LOTOVWY, N OTTOIA EVEPYOTIOLEL TNV PETAYPAPT, KAl TNE ATTO-OKETUAWGCNC TWV I0TOVWY,
n omoia TNV anevepyoroleL.' '8

O KUplOG pPNXaviopds dpdong Twv KoPTIKOOTEPOEIOWV TTEPINapPBAveL emiong pe-
TafoAég oTnV aKeTUAIWON TWV WOTOVWV. Eival evllagépov 0TI To aIvOpEVO TNG OKe-
TUMWONG TwV IOTOVWY, AVATPETETAL E TN XOPAYNON KOPTIKOOTEPOEISWY, KABWG
Slamotwonke 6Tt ol acBeveic mapouaialouv adpavormoinon tou ev{Upou HAT kal
otpatoléynon Twv ev{pwv HDACs.™

‘Exel @avei, T€NOG, amo in vivo Kal in vitro HEAETEG OTL aKOpA Kal n xopriynon Oeo-
QUANIVNG O HIKPEC BOOELG, 1)/Kal € GUVOUAOUO PIE MIKPEC OOOEIG KOPTIKOOTEPOEISWY,
101aiTeEpa 0 KOPTIKOAVOEKTIKOUC aoOUATIKOUC KATVIOTEC eMAyel TN dpactnpldétnta
Twv ev{Upwv HDACs pe amotéAeopa tn Heiwon NG akeTUAiwong Twv 1otovwv. Od-
VNKE €101 0TI N B€0@UANiVN dpa CUVEPYIKA HE TA KOPTIKOOTEPOEISH TTPOC OPENOG TWV
a0Bevwv.'820

Me Ta avwTépw YiVETAL TTIPOPAVEC OTI TA KOPTIKOOTEPOELON Kal N B0@UANivN eNEy-
XOUV TO AoBpa S10TI KATAGTEANOLV TNV PAEYOVI] GTOUC AEPAYWYOUC, TOUAAXIOTOV €V
UEPEL HEOW ETTIYEVETIKWV UNXAVIOHUWV.

MeOulAiwon DNA kat ao6ua

H pebuAiwon tou DNA aAnAemdpd e TIC TPOTIOTIOINOELC TWV I0TOVWV.>'? XToV
avBpwmo Kal o€ AAMa avwtePa ONAACTIKA eMITUYXAVETAL HE TNV TTPOCORKN Hebu-
Aopddwv (CHs) amd tnv S-adevooul-L-pebeiovivn (SAM) oto 5°dkpo Tou SakTuAiou
KUTTapoKIvwv. Ao Tnv avtidpaon autr, mou KataAvetat anmd 1o éviupuo DNA-pebul-
TPaVoPEPACH, TPOKUTITEL S-a6eVOooUA-L-opokuoTeivng (SAH). H peBuliwon tou DNA
nieplopiletal oxedOv AMOKAEIOTIKA OTIG KUTOGIVEG TToU Bpiokovtal akpifwe dimha og
youavivec, ota amokaloupeva CpG SivoukAeoTidla, yvwoTtd kat wg CpG vnoidia (to p
amelkoviel TN ewo@oplkr opada mou evwvel Ti¢ Suo Bdoelc). Ta CpG vnoidla amote-
Aouv Turuata DNA prikouc cuvriBwc éwc 1 kb kal avaloyouv o€ ~ 1-2% Tou yovidiw-
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paTog, evw ~50% twv yovidiwv tou avBpwrou éxouv éva CpG vnaoidlo péoa r kovtd
oTNV TEPLOXN TOU EKKIVNTH TOU avtioTolxou yovidiou. Mepimou 90% tng peBuliwong
Tou DNA cupaivel o€ pn KwWOIKOTOIOUOEG TTEPLOXEC TOU YOVISIWUATOS OTA PUOLO-
AoyIKA KUTTApa Kal n anwAela TG PeBUANwoNG autwy Twv TTEPLOXWV cuoxeTileTal
pe tnv Sadikacia ynpavong, evw n kaboAikr pebBuliwon tou DNA Bswpeital we n
TTPWTN YPAMMN AUUVAC TOU YOVISIWUATOC EvavTl TOEIKWY TIEPIBANOVTIKWY TTapayo-
vTwv.'”

3 € APKETA VOO ATA, KAl UTTO TNV eMidpaocn Slapdpwv mepIBANOVTIKWY EpEBIOUA-
Twv, eMépxetal SPapaTIKn peiwon Twv peBuAwpévwy Kutoovwy kKatd t Sdtadikacia
METABOANG TOU KUTTAPOU amo uylég o€ maboloyiko. H kaBohikr anmwAela tng peBuLAi-
wong ogeiletal Kupiwg otnv uopeBUAiwon Twv emavalapBavopevwy aAAnAoUXIWY
DNA kat otnv amopeBuliwon Twv KwSIKOTTIOIOUOWY TTEPLOXWV Kal E0oViwv. H KaBoAIkn
autn anwAela TG pebuliwong ouveyiCetal kabwe n vooog e§ehiooeTal, TOANEG POPEC
TAUTOXPOVA HE Hia avénon otn PeBUNiwWoN OTOUG EKKIVNTEC YoVISiwV.

H pebuliwon, mou émwe Kal ol TPOTOMOIRCEIG I0TOVWY gival avaoTpéPipeg Siadi-
Kaoieg, cuvodeveTal ouvnBwWC Ao TTPOKANON AKETUAIWONG IOTOVWY, CUMTTUKVWON TNG
XPWHATIVNG KAl YEVIKOTEPA KATAOTOAN TNG YOVISIAKNC ék@paonc. Ta yovidia dev k-
@palovtal (amevepyomolovvTal) 0Tav N XpWwHAtivn gival GUPITUKVWUEVN (ETEPOXPW-
pativn), evw avtiBeta ta yovidia ekppdlovtal (evepyomolouvtal) 6Tav n XpwHativin
gival avolytr (euxpwpuativn). Fevikd, n pebuliwon tou DNA kateuBuvel o KUTTAPO
Va «ayvOrO€l» TO TIAPAKEieVO yovidlo, urtdpyxouv OuwC Kal mapadeiypata e€alpéoe-
wv. Meploxécg pe dagpopetikn peBuAiwon (Methylation Variable Positions, MVPs) emi-
KevTpwvovTtal HETA&L yovidiwv mmou eAéyxouv Tnv avénon, diapopomoinon, petafo-
AOUO Kal oykoyéveorn). H oykoyéveon Umopei va gival To amoTtéAecua amoppubuiong
NG peBuliwong tou DNA, 6nAadn eite umo-pebuliwon (evepyomoinon oykoyovidiwy),
gite umep-peOLAIWON (ATTOCIWTINGCN OYKOKATACTAATIKWY YoviSiwv). H pebuliwon twv
CpG vnotdiwv gival emiong Bacikog kat duvapikég Stapecolafntng Tng adpavoroin-
ONG TOU XPWHOOWHATOC X Kal AAAWVY ETTIYEVETIKWY S1adIKACIWY, OTIWE TNG YEVETIKAG
amotunwong (Genetic Imprinting).

Katd tn Sidpketa tng mpwipng epPpuoyéveong, 6tav n ouvBeon tou DNA gival ta-
XUtaTn, mapatnpouvTal Kpiolueg HETABOAEG (0Tadta) TnG peBuAiwong. O Xxpovog Kat o
TOTIOC AUTWV TWV oTadiwv MoIKIAEL amo €idog ot €idog. ZTov AvBpwTo, apéowd HeTA
Tn yovipomoinon Staypdgetal n pebuliwon o€ peydho Fabuo, Toco Tou maTpikou yo-
vISlIWwpaToC (evepydc amd-peBuliwon), 600 Kal Tou UNTPIKoL (MadnTikr amo-pebuliw-
on). 1o otadlo tn¢ BAactokuoTNnC emaveykabiotatal n pebuliwon (de novo), n omoia
gival 1oToeldIKA Kal PETaQEPETAl 0TA BUYaTpIKA KUTTAPA TOU EUPRPUOU HE MITWTIKES
SlaIPETELC. 2T OUVEXELD KANPOVOLIEITAL PE MEIWTIKEG SIAIPETELC OTIC EMOUEVEG YEVEEC,
WG «KUTTAPIKN pvAn». OL ETIYEVETIKOL QAIVOTUTIOL UETAPEPOVTAL OTIC ETTOUEVEG YEVE-
€¢ umtd Tov 6po OTI To TEPIBANOVTIKO EKAUTIKO EpEBIopa ouveyiCel va vgiotatal Kat
MAAoTa oTa avantulakd oTtadla Tou avTIoTOLXOUV GE EKEIVA TTOU UTTAPXOUV OTNV ap-
XIKN MEOUAIWON. TNV MEPIMTWON, OUWC, TToU eKAEiPEL TO pEBIoa TTou TUpoddTNOE
N HeBUANiwON, O EMIYEVETIKOC pavOTUTIOC ammaAeipeTal o€ 2-3 yeveég.>'?
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H peBuliwon tou DNA €xel Bactkd poho otnv maboloyia Tou AoBuaTog Kal Kupiwg
0T cuoowpeuon Twv T-BonONTIKWY AePPOKUTTAPWY TUTTOU 2 0TO BPOYXIKO BAevvo-
yévo, ue anotéheopa tnv dtlapopewon Th2 gawvotumou mou cuoxeTiletal Ye TV aA-
AEPYIKA vO00.">8

JUYKEKPIUEVQ, N HeBUAiwon Tou DNA amoTelei To évauopa yia TNV anwlela tne
MAAOTIKOTNTAC TwV T-BondnTikwy KUTtdpwy Kal Slagopormoinor¢ toug os Th1 mou
mapéxel mpootacia amd TiG AolHwEELS, évavTtl Tou Th2 mpoTumou mou evodwvel TNV
aMepyia. Tovidia mou oxetiCovtal pe o acBua kat pubpifovtal amod T peBuAiwon
Tou DNA egivat yovidia Twv Kuttapokivwv IL-2, IL-4, IL-5, IL-9, IL-13 Kal TNG IVTEPPEPO-
vne Yy (IFN -y). Exel StamotwOei 611 1000 n amouebuliwon Tou yovidiou tng IL-4 Tou
TPOKAAE( unepékppacty Tou, 600 Kal n umepuebuliwon tou yovidiouv tng IFN -y Tou
€XEL WG ATTOTEAECHA TNV HEIWMEVN EKPpPacn Tou, odnyouv otnv dlapdpewaon tou Th2
@awvoTuTmovu.

‘Etol yivetal cagég oti o @avotumog Th2 pmopei va mpoKUuPpel amd aAl\ayég otn
peBUAiwon yovidiwv-pubuiotwy Tng dlagopomoinong Twv T-fondNTIKWY AEPPOKUT-
TAPWV.

microRNAs ka1 ao6ua

Ta microRNAs gival puBuiotikd RNAs pe povry éAka Kat purikog ~20-30 VOUKAEOTI-
S1a. MNapdt kwdikomolovvtal amod yovidia mou petaypdgovtal amd to DNA, aduva-
TOUV VA UETAPPAOTOUV OE TPWTEIVEC, APOU KATAOTEANOLV TN PeTAPpPacn Tou mMRNA.
Mpokahouv dnhadr, anociwmnon (amevepyomnoinon) tou yovidiou oTo Omoio avTi-
OTOLXOUV. JUHHETEXOUV 0TN Sla@opoTioinon, avanmtuén Kal amomTwon TWV KUTTAPWV.
TpomomolNo&lg TNS Aeltoupyiag Toug cupBAarouy otnv maboyéveon oykoyoviSiwv Kal
OYKOKOATAOTAATIKWV Yovidiwv kabwc kal otnv maboyéveon TOAUTIOPAYOVTIKWY VOON-
MATWV.'022

O poAog Twv MiRNAs otnv maboyéveon avoooloyIKwV voonpdtwy apxilel TeAeu-
Taia va Sla@aivetal amd apKETEC LENETEC.

‘Exouv evtomioBei ta €A ¢ yovidia mou cuoxetiCovtal pe tnv maboyévela dobuatog,
kal puBuiCovtal pe miRNAs: HLA-G (miRNA -148, -152), IL 13 (miRNA -1, -21), IL-12p35
(MiRNA -21), TGF-3 (miRNA -146).!

Mehétn ue Bloyiec aspaywywyv o€ aoBeveic pe Ao AoBpa KatadeIKVUEL CUYKEKPI-
pévo mpo@il miRNA xwpic auto opwce va empefalwvetal amd AAeC.?

H ékBeon o€ olkiakr okovn @aivetal OTL TPOKAAEI GTOUC AEPAYWYOUC UTIEPEKPPA-
on oplopévwv miRNAs mou oxetiCovtal pe tnv avtidpaon tng apuvag Tou Eevioth.?
JUYKEKPIUEVA N uTrepék@paon Tou MiRNA-126 auavel Tnv ékppacn tou yovidiou
POU kai odnyei oe Th2 @aivotumo. AvtiBeta, n ekhektikiy adpavoroinon Tou idlou
MiRNA-126 petpidlel To @avoTumo Tou AcOuatog mPokaAwvTaC peiwon Twv Th2 Kut-
TAPOKIVWY, TNG BPOYXIKAC UTEPAVTIOPACTIKOTNTAC, TNG CUYKEVTPWONG NWOIVOPIAWY
Kal TNG UTTEPEKKPIoNG BAévvne. Z0ppwva UE Ta avwTépw, Ta MiRNAs mpofBaAouv wg
VEOC OTOXOG AVTIPAEYHOVWSOUC OTPATNYIKAG Yia Tn Bepameia Tou acOuatoc.
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EMITENETIKEZ EMIAPAXEIX 5TO AZOMA AMO NEPIBAAAONTIKOYZ MAPATONTEX

To emyovidiwpa amotelei Tov evOlAPETO KPiko HETAU TOU KANPOVOUIKOU Yo-
VISIwUATOC Kat Tou TEPIBANOVTOC. ATTO TEIPAUATIKEG Kal EMONUIONOYIKEC HENETEC
@aivetal 6Tt 10 mepIBarlov emdpd oTo emyovidiwpa amd TV eUPPUIKn wry péxPL
TO YNPAC.>1%1>17 'Otav To yovidiwpa gival QUOIoAOYIKS, Kal EQOCOV gival A0PANEC TO
TIPOYEVVNTIKO TIEPIBANOV WG TIPOC TN dlatpo@r TNG eyKUoU, TN ARPn aAKooOA, Tnv
evO0- Kal €WOLKIOKA PUTTAVON, TO KATIVIOWA, dev umtdpyxouv €18IKoi @alvéTumol NG
MUNTEPAG Kal o MAAKoLVTAG €ival LYING N avamtuén Tou guPplou gival opain. ZOu-
QPWVA UE AUTO TO OEVAPILO, EAV L@IoTATAl KAl HUETA TN Yévvnon TIEPIBAANNOV AC@ANEC
(uytevi Slatpor, xwpic ToEIKoUg MAPAYOVTEC, VYIEIVOC TOTIOC KATOIKIAG - Epyaciag,
QPAPHAKA), TTAPATEIVETAL N VESTNTA UE PUCIONOYIKN EENIKTIKN ovToyéveon. Eav opwg
To TIPOoyevvNTIKO TePIBAMov eival Sucpevég, To mmaidi mou Ba yevvnBei Ba eival «guai-
oOnto» va avamtuéel wg eVAAIKO ATOHO vOoruaTa PETABOAIKA, VEUPOYUXIATPIKA Kal
AANQ TTOAUTTAPAYOVTIKA. ZUP@WVA E TO SEUTEPO OEVAPLO, e TNV eMidpacn Suouevwv
MEPIBAAOVTIKWY TAPAYOVTWY HETA TN Yévvnon aufavetal o Kiviuvog yla mpowpeo yi-
pPag, avantuén KapKivou Kal TOAUTTAPAYOVTIKWY VOCHUATWY, OTIWE To dobua.

‘Ocov a@opd 0To ACOA, GELPA EMONUIOAOYIKWY AVAPOPWY £XOUV KATAOTIOEL Oa-
PEG OTL Ol TIEPIOCOTEPEG TIEPUMTTWOEIG £XOUV KATAPBOAEG otV TTpwipn {wr). Autd Tou
akoua pag dlagevyel gival mwe akplBwe n ékBeon otnv mpwipn {wr pmopei va ai-
A&l povipa TNV emppEMEela evOC ATOUOU 0To AoBua kaB” 6An tn Siapkela TnG (wNC
Tou. Evag pnxaviopog mou mpoteivetal gival n umdBeon tou Barker,” cUp@wva pe TV
ormoia éva BAamTikd mepIBarovTIKO gpéBiopa katd tn Sldpkela TN TPWIKNG (WS
odnyei otnv anmodlopydvwaon NS avanmtuélakig MAACTIKOTNTAC, OTIOTE TA MTEPIOOOTE-
pa épyava Tou CWHATOG UITOPEL va eSpalwWOoUV €va SIaPOPETIKO GAIVOTUTIO TTPOCApP-
poouévo og e€ioou Suopeveic avaykeg TG petémerta (WG AuTth N TPOCAPMOYH TWV
QAIVOTUTIWV Eival cuvRBWC eVEPYETIKNA Yia Ta dtopa. QoTO00, e€AIPETEIC TIPOKUTTTOUV
otav ol ouvonkec otnv mpwiun {wrj dev Taiptdlouv e anmaITioelC TNG PeTémerta (WNAC.
Y€ QUTEC TIC TIEPIMTWOELC, 0 LPNAOC BaBuoC acupwviag peTall Tou «TPOCAPHUOCTI-
KoU Xapaktripa» Tou éxel edpalwBei otnv mpwipn {wry Kat TWV ATTAITHOEWY TG METE-
neita {wn¢, pmopei va au€noel Tov Kivduvo eppaviong vooou.

TNV mePImTwaon Tou dcbuatog, n €kBeon og oplopévoug mePIBAAAOVTIKOUG TTaPd-
YOVTEG Katd TN SIdpKELa TNG TTPOYEVVNTIKAG 1 LETAYEVVNTIKAG (WG avaykAalouv Toug
TPWIHOUG AEPAYWYOUG O SLAPOPETIKH TTOPEID KATA TNV AVATITUER TOUG. AUTO €XEL WG
amoTtéAeopa TNV avamntuén @atvotumou pe avénuévn evaiobnaoia kal UTTEPAVTATIOKPI-
on o€ aAM\epyloyova 1| epeBIOTIKEC ouaieg, e alayn Tipog tov Th2 gaivéturo, mou
Snuioupyei xpovia eundBeia oto acOua otn petémerta (wi.’

Ot unokeipevol pnxaviopoi Tou mePIBANOVTIKOU EMAVATIPOYPAUHUATIONOU TwV
TPWIHWY AEPAYWYWV KAl TWV GAVOTUTIWV Twv Th KUTTAPWY MAPAUEVOUV €V TTOANOIG
adleukpivioTol. MNapodha autd, évag avéavopevoc aplBuoc BIBAIOYPAPIKWY avapopwV
TIPOTEIVEL OTI n oUvOean PPICKETAL OTNV EMIYEVETIKN, TTOU £uBUVETAl yia TNV avadla-
HOP@WaoN Tou Yovidiwpatoc, Snuioupywvtag ahAayéC pakpag SlapKeiag os petaypa-
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QKA TTPOYPAMMATA TWV AEPAYWYWV Kal TwV Th KUTTAPWVY MOV €uVOOUV TNV Maboyé-
VELO TOU doBpatoc.

JuunmAnpwuata UAAikoU oo kai urrepusBuiiwon DNA oto aocBua

To @UANIKO 00 kal ANAeg TTNYEC peBUAopddwy gival amapaitnTEC yia TNV IoopPo-
mia TNg peBuliwonc.?® H mpwtn melpapatikn amddelén tng onpaciac Tou QUANIKOU
o&€oc¢ yla tnv 1oopportia ¢ pebuliwong Tou DNA éyive To 2002 amd toug Cooney Kal
ouv¥ kat empPefaiwdnke éva xpoévo apydtepa amnod toug Waterland kat Jirtle®® og mel-
papata pe movtikia Agouti (A%). AlamotwOnke OTL evw TA TTOVTIKIA AY €ival YEVETIKA
TAUTOONHA, UITOPEL VA S1agEPOUV WG TTPOC TO XPWHA Kal TNV Uyeia Toug avdloya He
70 BaBuo peBuAiwong Tou yovidiou AY (Sla@opeTIKA em-OANAALa A%). ZUYKEKPIUEVQ,
oTav 1o yovidlo A amevepyoroleital (LETA TNV TPooOnKN ueBulouddwv), To movTiki
€XEL XPWHA KAOTAVO, ival AemTO Kal LYIEC. EAv Opwc To yovidlo AY sival evepyo (umo-
MEBUAMIWEVO), TO TTOVTIKL Eival XpWHATOG KITPIVOU, TaxUoapKo Kal Ye podlabeon yla
Kapkivo kal cakxapwdn Siafrtn tomou Il. AMo meipaua pe 1o idlo €idog movTikwv
Agouti, £de1&e 6T 6Tav evioyLetal n Siaita Twv eykOWV {Wwv HE GUANIKS 0&U, XOAivn,
Bntadivn kai Brrapivn B12, (mMoloieg mnyéc peBulopddwy otn Siadikacia tng peBUAI-
wongtou DNA), Ta movTikia mou yevviouvTal £X0UV Xpwua Kaotavo Kat eivat vyid. Evw
oTtnv avtiBetn mepimtwon ta movTiKla gival KITPIVOU XpWHATOG Kal yivovtal maxuoap-
ka, amodeikvuovtag 6Tl n vyeia pag dev e€aptdatal Povo amo tn SlaTpo®r pag, aAAd
emiong amo tn dlatpoPn TNG UNTEPAG Hac.

Ma 10 4oBua, apxika melpapatiky peAétn To 2008 oe movtikia amd toug Hol-
lingsworth kat cuv® €8¢eife OTI n evioxuon TN SIATPOPRC KATA TNV EYKUPOOUVN UE
CUUTIANPWHATA QUAAIKOU 0&€0C Kal AANwV Tinywv peBulopddwy, Mpokalel otoug
amoyévoug au€noelg oToug SEIKTEC TNEG PAEYHUOVIC TWV AEPOPOPWY 08WV E OTPATO-
Aéynon nwaotvo@ilwv kal cuykévtpwon IL-4, IL-13. Emiong mapatnpenBnke avénon g
IgE Tou opov, 6Tw¢ Kat BpoyXIkn unepavtidpaoctikdTnTa. EmmAéoy, otnv idla perétn
amokaAU@Onkav 82 vnoidia CpG og dAo 1o yovidiwua, Ta omoia ixav SIAQOPETIKA UeE-
BuAiwon, YeTd TNV mpoyevvnTiKA evioxuon ue Siatta Twv melpapatol{wwy movola o€
peBUAOPASEC. AUTEG Ol aANaYEG LEBUAIWONG CUCXETIOTNKAV HIE PELWHEVN PETAYPAPL-
Krj IKavoTnTa Kat av€non tng cofapotntag Tou acOuatoc. Meta&u twv umepuebuAiw-
pévwv CpG vnotdiwv gival kat n meploxri Tou UTToKIVNTH Tou yovidiou Runx3, yvwoTtou
yla T pUBUION TNS AANEPYIKNC VOOOU TWV AEPAYWYWVY OTA TTOVTIKIA. ATTOTEAECHA AU-
TAC TNG urtepueBUAiwonNg ATav n adpavormoinon Tou yovidiou kal n avantuén @aivo-
TUTIOV ACOUATOC OTA TTOVTIKIA.

>T1ov avBpwro umdpxouv SUo PoVo emMSNUIOAOYIKEG ONUOCIEVOELG TTOU EAETOUV
v enidpacn Tou GUANIKOU 0&€0¢ TToU Xopnyeital Katd TNV Kunon oto acOua.>*3! O
Haberg kat ouv* og peAétn amo tnv NopPnyia, os mepimou 30.000 raudid, dwamiotw-
oav eAa@pld avfnon tneg emimtwong Tou cuptypou (RR: 1,06, 95% Cl: 1,03 1,10) kat
TWV AOIHWEEWY TWV KATWTEPWY avanveuoTIKWy odwv (RR: 1,09, 95% Cl: 1,02 1,15) pé-
XPL TNV NAKKIa TV 18 pnvwy, 6Tav ol UNTEPEC TOUS EAAUBavav OKEVACUATA GUANIKOU
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0&€o¢ katd 1o 1° Tpiunvo TNG KUNONG. Tnv idla Xpovid (2009), o€ TTPOOTITIKY UENETN OL
Whitrow kat ouv®' atnv Auctpahia €deléav 0t1 n xopriynon uPpnAwv 860wV CUUTAN-
PWUATWY QUANIKOU 0&€0¢ (>400 ug/H) -kat X1 TPoPWV- Kat pévo Katd 1o 3° Tpipnvo
NG KUNong oxetietal pe avénon Tou Kivduvou avantuéng doBuatog otnv nAKia Twv
3,5 etwv (RR: 1,26, 95% CI: 1,08 1,43). O1 epeuvnTEG EMONPAiIVOUV OTL UETA TN XOopPNYN-
on UKkpoTeEPNG 600NG YUANIKOU 0&éog ~400 ug/d) mou meplopiletal oto 1° Tpipnvo
NG KUNong, 6ev mapatnEndnke cuoxétion Pe TNy avamtuén dobuatog og omoladn-
moTe NAIKia. ZuyXpovwe Toviouv ot XpeldlovTal TEPAITEPW UEAETEC, TIPOKEIUEVOU Va
S1leukpvioBel katd Moo 0 MEPLOPIOUOG TPOCANYNG PUAANIKOU 0&€o¢ oTo 3° Tpiunvo
NG KUNong Ba ouvelo@épel atnv MPOANYN Tou AoBuatoc, Xwpig va UTTOTIUATAL CUY-
XPOVWE N avaueioBitntn a&ia tou uAAIKoU o&€og Katd 1o 1° Tpiunvo TnE KUNoNG, yla
TNV opaAn diamiaon tou eufpuov.

Kanvioua kai doBua: Emyevetikoi unyaviouoi

H ékBeon oto kamvo Tolydpwv o€ omoladnmoTe nAIKig, ival kowvr yvwon &tt amo-
TeNei ooBapod mapdyovta Kivduvou yia avamntuén dobuatoc.

To kanviopa emdpd o€ €MYEVETIKOUC UNXAVIOUOUC OTIWE KatadeikvueTal amd ap-
KETEG LENETEC, TOOO O€ EVNAIKOUG 000 Kal o€ EUPpua.s’3234 Tuykekpipéva, To KATvIoUa
(evepynTiko ri/kat mabnTikod) TN eykloOU — KUPiwg 0To 30 TPiunvo — (/Kat Hovo TG
MNTPIKAC YIayldg katd tnv SIApKELa TNG KUnong) oxetiCetal e ooPfapo dobua, mapo-
O1KO GUPLYPO /KAl avaTTVEUCTIKEG AOIUWEELG o€ Bpépn-TTatdid-evnAikoug KaBwg Kat
Je avtiotaon otnv Beparneia pe kopTikooTepoeldn. Eival 1dlaitepa evbiagépov 6T ol
EMMTWOELG AUTEC TTAPATNPOUVTAL AVEEAPTATWE TNG €KBEONC O Kamvod TolyApwV HETA
™n yévvnon.

Ot YeTABOAEC OTOUG ETYEVETIKOUG NXAVIOHOUE TTOU SNIOVPYEL TO KATTVIOUA Kal
mou amodidovtal Kupiwg oTo 0€eIOWTIKO stress, apopoLV TNV PeBuAiwon Tou DNA, TG
TPOTIOTIOINCEIG TWV LOTOVWV Kal Ta miRNAs.

‘Ocov agopd ™ peBuAiwon DNA, éxel pavei 0TI To KATVIGUA TIPOKAAEL amoppub-
pion Twv ev(Opwv DNA pebBulotpavo@epdon Ue anmotéAeopa TNV KABOAIKR utto-pe-
Buliwon Tou DNA, aAAG cuyxpOVWE KAl TNV EKAEKTIKN UTTEP-UEBUAIWGON oplopévwy
yovidiwv omwg: AXL kat PTPRO.™#%* To yovidio AXL eival umodoyéag tng Kivdong tng
TUPOGIVNC, TTOU UTTOKIVE TNV JITOYEVEDN Kal TNV MBiwon Tou KUTTAPOU avTi TG aTTo-
MTwOoN¢ Tou. To yovidio PTPRO eival umodoxéag TnG mMpwTeivng TN puwoPaTacong tng
TUPOGIVNG KAl EUTTAEKETAL OTNV SLAPOPOTIOINON TWV VEUPWVWY TOU KEVTPIKOU Kal TTE-
PLPEPIKOU VEUPLKOU CUOTAMATOC. Ol avWTEPW PENETEG £XOULV YiVEL TOOO O€ emMBONALOKA
KUTTapa oTopatikoU BAevvoyovou matbiwv nAIkiag éwg 5 etwy, Ta omoia gixav ektedei
TIPOYEVVNTIKWG OTO KATIVIOMA, 000 KAl O€ OUPANOTIAGKOUVTIKO Qipla VEOYVWY KATIVI-
OTPLWV.

‘Exel S1amoTwOel 6Tt 0 KATIVOG TIPOKAAEL amoppUBUIGN TNG AKETUAMWONG TWV 1OTO-
VWV Péow UETAPOANG TNG ooppomiag Twv ev{Uuwv HDACS/HAT.® Zuvémela autnq
NG amoppuBuIoNC ival n unepék@paon Yovidiwv - pecolapntwv eAeyuovig (GM-
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CSFIL-8, IL 1B, TNF-a), mou mapatnpriOnke o€ HeAETN PE Bloieg mveupdvwY Kal HAKPO-
Paywv BpoyxoKuPeAISIKOU EKTTAUMATOC O€ AoBuaTIKOUG KATIVIOTEG.®

To KAmvioua TOLYApou miong €xel @avei 6Tt emdpd o oNUAVTIKO Babuod otnv €k-
@paon Twv MiRNAs. ZuyKpivovTac KAmVIOTEC e LYIEIC, S1amoTwOnke S1aQOpPETIKN K-
@paon 28 miRNAs, Ta TTEPIOCOTEPA ATTO TA OTTO(A EiXAV UEIWMEVN EKPPAON OTa [3poy-
XIKA emOnAlakd Kuttapa kamviotwv. I8laitepa to miRNA-128, Bpébnke 6t oxetileTal
ME TNV €kBeon 0TO KATIVIOUA TOLydpou. MNMapopola euprpata, o AAEG dU0 PeNETEG OE
BnAaoTIKd, emMPBeRAIIVOUV TIG EMITTWOELG TOU KATViopatog ota miRNAs.®

Ev touTolg Sev €xouv akopa TARpwG SleuKPVIoBei OAotL ol unxaviopoi mou cuvdé-
OUV TO KATIVIOUA TOIYAPOU WE TIC EMIYEVETIKEC UETAPBONEC, eyeipovTac w¢ éva Babuo
aBePaldtnTa, OXETIKA UE TN CUOKETION aiTiou Kat atTiatoy, SnAadn peta&u Tou Kamvi-
OUATOC TOU TOLYAPOU Kal EMYEVETIKWV BAaBwv.

H oxéon Tou Kanviopatog Katd Tnv Kunon pe 1o acbua, umopei va amodobei aA-
AwoTe v PéPEL Kal o€ AMNOUC TTApAYOVTEC, OTIWG ToV TPOTIO (WG TWV YUVAIKWY TTOU
kamviCouv (diaita, katdxpnon aAKOOA 1} AANwV €B10TIKWV ouaiwv). Emiong to kamvi-
oua €xel OXeTIOOE( pe peiwon Tou emmédou Tou GUAANIKOU 0&£0¢ Kal gival yvwoTd 6Tl
Siaiteg Twxéc o€ UANIKO 08U oxeTiCovTal pe urropeBUAiwon Tou DNA Kal cuyXpovwe
unteppeBUAiwon e1dIKWV yoviSiwv.

Eionvedusva cwuatidia moAUKUKAIKWVY apwuatikwyv udpoyovavBpakwv
Kat acOua

Ta maidid mou pHeyaAwvouv o€ AoTIKA KEVTPA UE UYNAR ATHOC@AIPIKA pUTTAVON EK-
SnAwvouv og PeyaluTepn ouxvotTnNTa AcOua, omwc édet§av pehéteg otnv MoAiteia tng
Néag Yopkng, Omou mapatnpeital o peyahlTtepog emmolacuog otig H.IA (>25%).%

Ot moAukukALkoi apwpatikoi udpoyovavBpakeg (PAHS) amotelolv évav amod Toug
KUploug pUTTouC Tou TTEPIBANNOVTOC Kal I81AITEPA O AOTIKEC TIEPIOXEC, KABWC €ival
TIPOIOVTA ATEAOUC KAUONC OPUKTWV KAUGIHWY, TIETPENAIOU, ATTOPPIUUATWY, KAl TOLYA-
pwv. ZAUepa Bewpeital 0Tt CUPPANOULY KATA TO PEYAAUTEPO MTOCOCTO OTN CUOTACN
TWV MIKPOOWHATISIWY TOU ATUOO@ALPIKOU A€PA OTIC AOTIKEC TIEPIOXEC. '

‘Ocov agopd otnv evbountpla ékBeon oe avfnuévn ouykévipwon PAHs, Siami-
otwOnke 6T1 amoteAei mapdyovta avénpévou kivduvou yia tnv ekdnAwon acuatog
ota maidid, 1laitepa av HETA T Yévvnon ekteBolv og mabnTiko KAamviopa. X e dlaxpo-
VIKF TIPOOTITIKI] LEAETN TTOU €YIVE O AEPPOKUTTAPA SEIYUATWY OUPAAOTTAOKOUVTIKOU
aipatog madlwv o yevvnOnkav amno untépec Ye ékBeon os vPnAa emimeda PAHs
otn Néa Yopkn, damotwOnke uneppebuliwon Tou yovidiou ACSL3.3To ACSL3 avni-
KEL OTNV OLlKOYEVELd TwV Yovidiwv TNS akeTuAo-CoA cuvBetdong (ACSL), mou kKwdiko-
mrolel kaBoploTikd éviupa oTo PETAROAIOHO TwV AlMapwv oféwv Hakpdg alloou. H
urteppeBUAiwoN Twv yovidiwv auTtwy avapéveTal va emMEEPEL 0To emimedo ¢ KUTTA-
PIKAG HEUBpAavNG, Slatapaxég ota Amapd o&€a Kal 0TnV mapaywyr) EVEPYELAS HEow
-oeidwonc, onwce emiong eival mBavo va emnpedoel TRV oLvOeon Wo@oAMSiwv
otn HePPpavn. Katd moocov autég ol Aettoupyikég PAAPeg oxetiovtal dueoa pe 10
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ac0Oua, Sev gival yvwoTto. Amotelei OuwG loxupn €voelén to yeyovog 6Tl Tiplv TNV NAL-
Kia Twv 5 €TWV UE YoVIKA avagpopd cuumtwudtwy docBuatog (OR=3,9 p<0,005), diami-
otwOnke utepueBUAiwaon tou yovidiou ACSL3, petd amd untpikn ékBeon o€ emimeda
PAHs >2,41 ng/m3 (OR=13,8, p<0,001, evaicbnoia ~75%, elbikdtnTa ~82%). ZriuEPaA
MAAloTa To yovidio ACSL3 Bewpeital W 0 TPWTOC UTTOPRPIOC EMIYEVETIKOC BlodeikTng
Slam\akouvTIKAG ékBeong o PAHSs.

EMIAOTOX

Eival ca@éc mAéov OTI N ETTIYEVETIKI) CUMMETEXEL 0TNV TTaBoyévela Tou acBuatoc,
amd kowou pe mpodlabeaikd yovidia kat 1o mepIBANNOV. TNV €pEUvVa TNG ETTIYEVETI-
KNG OPWG, UTTAPXOUV OKOUA APKETA avamdvTnTa EpWTAMATA, OTIWG EMONUAIVETAL Ao
Tov «matépax TnG emyevetikne Waddington CH og mpoogato dpbpo.’” Kat eméktaon,
6oov agpopd oto acOua mapapévouy ol RS TPOoBANUATIOUOI:

- Moloi gival ol PNXaVIOHOI Yla TNV EMAEKTIKN ETTYEVETIKY TPOTIOTOINGCT OPIOUEVWY
Movo amd ta mpodlabeaikd Kat TpomoToInTIKA yovidia Tou doBuatog;

- Molég eival ol KpIOIUEG XPOVIKEC TIEpiodoL KaTtd TNV avanTtuén Tou euPpUou Kal oTn
petémnerta (wry, 61ou Ta EUPpua - AToMA EIVAL TTIO ETTIPPETTH) OTNV ETTIYEVETIKH TPOTTO-
moinon otig emdpdoelg Tou mepidilovtog (windows of epigenetic programming);

« Emimooo xpodvo Slatnpeital n EMYEVETIKY VAN KETA TNV ATTOPAKPUVON TOU TIEPL-
BaAAovTikou epeBiopatoc; Kal mwe pmopei va avatparei pe alhayr Tou tpémou (wng;

« Mwg pmopouv va mpoodloploToly a&lomaoTol emyeveTiKoi BlodeikTeg mou va oxetiCovTal
M€ OUYKEKPLUEVOUG TTEPIBAANOVTIKOUG TTAPAYOVTEG 1y/Kal TV TPOPAeYN vdonong

« Mw¢ ta epeuvnrika dedopéva Ba BonBricouv otnv avamtuén oTPATNYIKWY Yla TNV
QVTIPETWITION TOU AoOuatog;

H aApatwdng ocuykévtpwon epeuvnTIKWV dedopévwy eMITPEMEL Va EiMACTE AIOI-
06001 611 cuvtopa Ba katavonBei MARPWG 0 PONOG TWV ETIYEVETIKWY UNXAVIOUWY
otnv avamtuén Tou doBuatoc. Ek mapalilou avapévetal va SieukpvioBei mwe pmo-
poUV va TpomorolnBoUV AuToi Ol ETIYEVETIKOI UNXAVIOHOi OEPATIEVTIKA, WOTE VA HEIW-
B¢l To popTio Twv MveupovomaBelwy Kat Idlaitepa Tou AoBUATOG 0TOUC AoBEeVEiC pag.
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Mnxaviouoi dtamAaon¢ puotoAoyikou
Kal ummonmAao TikoU mveuova

Evuppoouvn Toekoupa

MOP®OTENEZH TOY OYZIOAOTIKOY NMNEYMONA
EpBpuikéc Sopég

Ot vebpoveg katd Tnv evoouniRTpla {wr) gv £xouv Kapld XpNoINoTNTA WS OpYavo
avamnvonq. Evtoutolg mpémel va avamtuxBouv oe tétolo Babud woTte va gival €Tolpol
va AEITOUPYNOOUV AUECWC PETA TNV YEVVNON. ZNUAVTIKA AElToupyia Tou eufpuikol
TIVEVIOVA ATTOTEAEL N TTapaywyr} AUvIakou vypou (repimou 15ml/kg BE nuepnoiwg) to
OTTI0i0 PEEL aTTO TNV TPAXEIQ TTPOG TO OTOMA I} KATATTIVETAL EK VEOU.

H guppuoyéveon Tou avBpwmivou mveupova apyilel amd TNV AApUYYOTPAXELAK)
avAaka (laryngotracheal groove) (Eikova 1).'2 H Sidmhacn Tou Apuyya, TnG Tpaxeiag
Kal Twv Bpoyxwv Eekivd tnv 41 eBdopdda kinong.

To evbodepua Tou apxEyovou eviépou apxtkd Slalpeital otnv KolaKn TEPLoXn
(ventral area) ou Aéyetal TveULOVIKY TTEpLoxr) Kal Wia paxlaia (dorsal area) mou Aéyetal
oloopayikn meptoxr (Eikoéva 2). H mveupovikn meploxr amoteAeital amd embnAio 1o
OTT0{0 €XEl 3-4 KUTTAPIKEG OEIPEC EVW N OLCOPAYIKA EXEL LOVO LA OEIPA KUTTAPWV. 2TO
otadlo autd to EuPpuo gival 20-22 nuepwv (MeTd TNV woppnéia). Z1o oupaio dkpo NG
TIVEUMIOVIKIG TIEPLOXNG oxXnpatiCeTal n mveupovikr kataBoAr (lung bud) tnv 26" nuépa
NG KUNONG w¢ emMONAIAKN TTPOCEKPBOAN. 210 eMdpEVO 0TASIO TO APXEYOVO EVIEPO
aMadel oxApa. ZEKIVWVTAG oupaia amd TNV TEPLOXN TNG TIVEUUOVIKAG KAaTaBoARg ta
mAdyla Tolxwpata apyiouv va minotalouv Kal va CUVEVWVOVTAL WOTE VA oXNUATIoOEI
0 apxéyovog mveupovac. Katd pnkog tou oxnuati{opevou aulol gpgavifovtal abia-
KeG ol omoieg Slaxwpilouv ca@we TNV KOIAIAKHA Ao TNV paxlaia oloo@ayikr mePIoxXn.

H nveupovikn katafoAr ota movTikia ep@avi(eTal TAUTOXPOoVa UE TNV TTAYKPEATIKA
KatafoAn Kat émeTal TN KataBoAng Tou AMatog kal Tou Bupeoeidouc. H Béon kai n

Neoyvoldoyikri Movdda, I Maibtatpikry Khivikrj Mavemotnuiouv ABnvav, MIN «AtTikév»
AMnloypaegia: Euppooivn ToskoUpa, efitsek@gmail.com
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€&ENEN TNG TVEUMOVIKAG KATABOAAG KATA HAKOG
TOU APXEYOVOU EVTEPIKOU OwARva,kabopiletal amo

Pharynx——=/ , . . ,
S1agopouc yovidlakoug onuatodoTeC, ol omoiol
LaryngotrachesT |} TIPOEPXOVTAL ATTO TO OTIAAXVIKO WECEYXUUA TTOU TO
groove

mePIBANEL Eva amd Ta 1o cuVAPTTAOTIKA Yeyovo-
TA 0TNV opyavoyéveon gival n e€€NEN cOUMAOKWY
opYAvwv pe TOAATAEC SIakAASWOELC, OTTWG gival o
TIVEUOVAG ATTO Hia @atvOpEVIKA ammhf TTpooeKBoAr
OTO apxéyovo éviepo. Ot moAamAd emavalapfa-
voOuevVeG SIOKAAOWOELG TWV APXEYOVWY CWANRVWY
opiCouv évav eyyuc-anw a&ova kat odnyouv otov
OXNUATIOUO TOU BpoyxiKou §£vEpou Kal TwV PeANo-
VTIKWV KUPEASwV. Tt dSpwg odnyei otnv Slakomr Tou
oXNMATIOMOU TTEPAITEPW SLAKAASWOEWVY OTO EYYUC
TUNMA EVW EMTPETEL TNV aKoAouBia yeyovoTwy 0To
anw; To EpWTNHA AuTo €yIve TTPOoTIABEIA va amravTnBOei TIC TEAEUTAIEC SEKAETIEC e TTEL-
pdapata o€ pooxevpata. Mpwta avadeixbnke o onpavtikdg pdAog TG aMnAenidpaong
peTa&U emOnAiou Kal HeECEYXUUATOC. Baoikd cupmépacua Twy MEIpaRdTwy givatl oTl
uTTApxel éva kaBoplopévo avantuélako mapdBupo Héca oTo omoio To emMBOAALO pmopEi
VA amavTtnoEl 0€ PNVOPOTA armd TO HECEYXUUA. TO HECEYXUMA TIEPIEXEL TTAPAYOVTEG Ol
OTIOIO1 TIAPEXOUV TTANPOYOPIEG OXETIKEG LIE TOV LOPPH TOU Opydvou (patterning infor-
mation) kat 6a kaBopicouv w¢ Ba auénBei o emBrAlo kat Tw Ba Stagpopomoinbei. Q¢
amoTéAeopa TwWV aAANAemSpAcewy Ba TTPoKUP oLV oL £yYUE Kal ArTw 181Koi emBNALaKoi
@awvoturoL* Av kal 6An n Siadikacia v €xel AKOUN YiVEL TTAIPWE KATAVONTH EVTOUTOIC
€xouv kaBoploBei Slagpopol poplakoi pubuIoTEG o1 omoiol Ba culntnBouv apyodtepa.

2 € euBpuoyevetiko emimedo KABWC N TVEVUOVIKA KATABOAN au&Avel, To TEPIPEPIKO
™G TUAMA peYOAwvel kal oxnpatiCetal n kataBolr e tpaxeiag (tracheal bud). H peh-
AovTikr Tpaxeia Staxwpiletal amod To apXEyovo EVTEPO UE TO OXNUATIOUO TWV ToayE!-
00100PAYIKWV TTTUXWV Ol OTTOIEC TIPOXWPEOUV N Mid TTPOC TNV AAAN Kal EVwvovTal yla va
oxnpatioouv To Tpaxeloolcopayikd Siagpayua. H katafolri tng tpaxeiag Siaipeitat
o€ SV0 apXIKEC BpoyxoTveUOVIKEC KaTaBoAég (Eikova 3), Tou Katd tnv 5" efSoudada
peyaAwvouv kal oxnpatifouv tov de€i kal aplotepo Kuplo Bpoyxo. Kabwe n avénon
ouveyxiCetal oxnpatifovtal ol deutepoyeveic kal TEpLPePIKOi BpdyxoL.

Lung bud—

EIKONA 1. Zxnuatiki avamnopd-
0TaoN TNG AAPUYYOTPAXEIOKNG
aUAOKOG Kal TNG TIVEUMOVIKAG
katafoAng

Itadia avantuéng

H popgoyéveon twv veupovwy apxilel poyevvnTIKA aAAd cuveyiletal Kal PETA
TNV yévvnon. Tumikd dlatpeital oe mévTe ACEIC e TNV TEMIKN Ao, TNV KUPEMIOIKN, va
e€ehiooetal o€ peydho Pabuod peta tnv yévvnon (Eikéva 4). H kdBe avantuélakn @don
xapaktnpiletat améd EexwploTéC KUTTAPIKECS Kat Souiké Siepyaaieg kat kaBopiletal amd
S1a@opeTIKA povomaTia.' EKTOC amod Ta ovomdatia ta omoia kaBopifouv Tny QuGLolo-
YIKN avantuén tou mvelpova, eEAIPETIKA ONUAVTIKEC gival Kal ol S1adIKaoieg wpilavong
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EIKONA 2. IxnUaTIK} avanapaotacn KaboplopoU TEPLOXNG MVEUUOVWY, Bupeoelboug,
NTATOC, TTAYKPEATOG OTNV KOIAIOKI) TIEPLOXT TOU OPXEYOVOU EVTEPOU.2

Tou, KaBw¢ mpoeToIAlouV ToV TVEUOVA YIA TNV OTIYMN TS Yévvnong, étav Ba mpénel
TTOAU ypriyopa va AEITOUpYRoEl we Opyavo avtaAaynig agpiwv.

EuBpuoviké otddio

Epgaviletal 1ic mpwteg 8 efSouadeC petd TNV yovipomoinon. Ot TVEUOVEC EUQPa-
viovTtal tng 26" nuépa TG KUNONG WG KOIMAKN TTPOCEKBOAN aTTO TO ApXEYOVO EVTEPO

Kal 0TadIaKA YE TOV OXNUATIONO TNG Aa-
PUYYOTPAXELOKAG aUAakag mpodAlouv
kal StaxwpiCovtal amd tov edpuyya. O
OXNMUATIOUOG TOU TPAXELOOICOPAYIKOU
Slappaypatog xwpilel To apxéviePo TG
KPOVIAKNAG MOIpaG O€ AOPUYYOTPAXEIOKO
owAnva kai olcopdyo. H kataBoir tou
TIVEVIOVA OTO OUPAI0 AKPO TOU Aapuyyo-
TPaxelakou ocwAriva ypriyopa diaipeital
og 600 BPOYXOTVEUHOVIKEG KATABOAEG OL
oroie¢ mepIBANAovTalL ATTO TO OTIAAXVIKO
pecddepua. H Se€1a kataPoln Siaipeital
o€ SU0 OEUTEPOYEVEIC Kl N APLOTEPN OE
Mia deutepoyevn KataBoAr. ZTn CUVEXELD
oxnuatifovtal 5 cakkoeISEIC oXNUATIONOI
(AoPoi): 2 aplotepa kat 3 de€1d. Tnv 37"
nuépa oxnuatiCovtat ot AoPwdelg fpoyxot
Kat tnv 41" ot tunuatikoi (Eikova 4).

TRACHEO~
ESOPHAGEAL SEPTUM

ESOPHAGEAL SEGMENT

EIKONA 3. XxnuaTikn avamapdoTtacn
TPOXELOOI00MAYIKOU Sla@pAyHaTOG- TPa-
XEIAG-BPOYXOTVEVUOVIKWV KATABOAWV
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Lung Development Phases: Human & Mouse

| Embryenls 0, Prewdoglandular 1 Canaligulas . Sacoular W Alveolar
Mouse: £ 911 [12-1% £15%17 L 17=Birth Burth=PMID

Human: Wi 3=7 Wi 5=17 W 16-16 Wi 16-16 Wi 363 years

EIKONA 4. ZXnUaTIKN avarmapdaotacn otadiwv avantuéng mveupovwy oTov avBpwrio Kat
oTa ToVTiKIa
) EuBpuovikd otddio (otov dvBpwro: efdoudda kunong 3-7)
Il) Weuboadevikd otddio (oTov avBpwro: eBdoudda kinong 5-17)
1) ZwAnvwbdec otddio (oTov dvBpwmo: eBdoudada kinong 16-26)
IV) Ztddio Tehikwv cakkwv (oTtov dvBpwro: edoudda kinong 26-36)
V) Ztadio kuperidwv (otov avBpwo: efSopada Kunong 36-3 €Twv)

Weubdoadeviké otadio

Eppaviletal Tnv 67-16" B6ouada sufpuoyéveonc O avantuoodPEVOC TIVEVUOVAC
polddel pe evbokpivry adéva. Katd tn Sidpkela tne mepidédou Slapop@wveTal TO dgpo-
@OPO oUOTNUA. XT0 0TASI0 AUTO OAOKANPWVETAL OXEHOV N SlakAAdwon Tou Bpoyxikou
6évdpou péxpt ta TeAkd BpoyxtoAia. H emBnAiomoinon KAAUTITEL TO OO TIEPITTOU TNG
ETMPAVELAC TOU. ZEKIVA N KUTTAPIKI SlapopoTioinon armod To KEVTPO TTPOG TNV TTEPIPEPELT,
SLAPOPPWVETAL TO XOVOPIVO TUA LA TWV AEPAYWYWY, UTTAPXOUV AdEVIKA KUTTAPO QVEVEPYD,
gppavifovtal Aeieg LUTKES iVEC KAl VEUPWON OTO TOIXWHA. 2TO TEAOG TNG TIEPLOOOU €XOUV
oXNUaTIoBel onuavTIKd TIVEUPOVIKA OTOIXE(Q EKTOG ammd ekeiva TTou gival amapaitnta
yla TNV avtaAayn Twv agpiwv (m.x. ot kupeAidec). H avamveuoTikn Astitoupyia Sev gival
Suvatn kat 1o éuPpuo mou Ba yevvnBei ev pumopei va emPBiwoet (Eikéva 4).

ZwAnvwdec otddio

Tnv 167-26" eB6oudda avédvetal 0 Aulog Twv Bpoyxwv Kat dtagpoporotovvTal ot SUo
YEVIEC TV KAASwV Tou Bpoyxikol dévdpou. K&Be teAikd Bpoyxiohio oxnuartifel dSuo
N TEPIOCOTEPA AVATIVEUOTIKA BpoyxtoAa. To kdBe éva Slaipeital o 3-6 CAKKOEISEIC
oxnpatiopoug mou ovopdlovtat kugehidikoi mépot. H apxikr KataBoAn Twv Kuperidwv
givat SlakpttA. Tnv 241 eBdopdda €xouv ma oxnUATIOOE Ta avamveuoTIKA BpoyxIoAla
Kal ot KuPeAdikoi mopol amd ta TeAIKA BpoyXidhia. Mpog to Téhog Tng meptddou Ta KUT-
TOPA TTOU KAAUTITOUV TOUC TTOPOUG ETIEKTEIVOVTAL KAL EMITPETOUV 0TA TPLXOEIOIKA ayyeia
va oxnuatiCouv TPIXOEIOIKEG AYKUAEG OTIGC MEANOVTIKEG TIEPLOXEG TTOU Ba €xouv agpa.
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O TIVEUUIOVIKOG 10TOC YiveTal TTOAU ayyeloptong. Ta KuBoeldr KUTTapa mou KAAUTITaV
W¢ Twpa TIC KUYEeASeC Slagopomotovvtal og KupehidokuTTapa TUMOUL 2 TTou apyilouv
va TapdyouV eM@avelodpacTIKO mapdyovTa Kat emonAlakd Kuttapa tumou 1. Mpo¢ to
TéNOC TN TTEPLOSOUL €ival SuvaTr N AvamveuoTIK AelToupyia av Kal oAU Aiya éuppua
ummopoUv va emBiwoouy av yevvnBouv og auto to Sidotnua (Eikova 4).

ZTAb10 TEAIKWV OAKKWV

Ano tnv 26" efdoudada uéxpt Tnv yévvnon ot KUYeAISIKoi TOPOL TOU TTPONYOUIEVOU
otadiou oxnpatiCouv aBpoiocpata amd MOAD AeMTOUG TEAIKOUG GAKKOUG TTOU TIEPIEXOUV
aépa kal ovopdadovtal mveupovikEG KupeAideg. H kupehidomoinon éxel {ekivrioel. To
SIKTUO TWV TPIXOEISIKWVY AYYEIWV OTO HEGEYXUUA TTOV ival YUpw armd TIG AVATTUCCO-
peveg kupehideg moAamiactdleTal ypriyopa Kal Tautdxpova mapatnpeital éviovn
avamTuén TPIXOEISIKWV AEUPIKWV ayyeiwv. Katd tny 26" eBdoudada apkeToi teANOVTIKOI
AEPOPOPOL OAKKOL Eival £TOIUOL WOTE va eMTPEMOUV va emlnoel éva veoyvo Tou Ba
yevvnBei mpéwpa. H avamtuén tng mveupovIKAG TPIXOEISIKAS KUKAO@OpIag ival TTOAD
Kpiolun yta va emdnoet 1o mpdéwpo veoyvo. 1o oTAdlo autd avanTtloCETAl O GPAYUOS
peTa&l avamveuoTikoU emBnAiou kal ayyeiwv. Tnv mepiodo autn yivetal eppavécTtepn
N ep@Aavion e€€1OIKEVUEVWY KUTTAPWY TOU AVATTVEUCTIKOU £MONAIOU, Twv KUPENISIKWV
KUTTApWV TUTTOU |, H€CW TWV OToiWV YivETal N avTaANayr Twv AgPiwy, Kal TwV KUPENL-
SIKWV KUTTApwV TUTTOU Il armd ta omoia mapdayeTal o EM@AVEIOSPACTIKOC TTAPAYOVTAG.
O empavelodPaCTIKOC TAPAYOVTAC CUVTEAE OTNV PEIWON TNG EMPAVEIOKAC TAONS
MeTA&L KUPENIBIKNC EMPAVEIAC KAl a€Pa, ETTITPEMTOVTAC ETOL TNV EKTTTUEN TWV TEAIKWV
OAKKwV. Tnv mepiodo auTr ot TVEVOVEC HoIA{OoULV E TTETPA TTOU AV ETTEQTE 0TO VEPO Ba
BuBilovTav. EvtouTolg £xouv TNV IKAVOTNTA VA EKTTTUXO0UV LETA TNV TIPWTN AVATIVON)
(Elkdva 4).

KuypeMibiké otadio

To otadio autod Slapkei amod Tnv yévvnon uéxpt kat tnv nAikia twv 8 etwv. H emévduon
TWV TEMKWV OAKKWV YiveTal ToAD AemTr Katl oxnati{eTal n XapaKTnPLoTIK TIVEUUOVIKA
KuPeAida. Tnv mepiodo autr ol TeAikoi odkkol, ol KuPeASikoi auloi kat ot KuPeAideg
avéavovtal o€ aptBpod. MOAIG éva 6yS00 £w¢ €va €KTO TOU APIOOU TWV WPLHWVY KUYPE-
Aidwv oTov WpLHo opyaviopod umdpxouv otnv yévvnon. Ot umdlotneg oxnuatifovtal
MéxPL TNV NAia Twv 8 eTwv (Eikova 4).

AeIToupyIkd 1o EPPPUOVIKO Kal To Peudoadevikd oTtddlo 0dnyouv 0To GXNUATIONO
TOU OUCTHMATOC TWV dEPAYWYWV. Ta eMOpeVA 0TAdIA (CWANVWOEC, CAKWVY Kal KUPEAI-
S1kd) xapaktnpiovtal amd TNV ayYEIOYEVESH Kal TNV KATAANEN TOU PeECEYXUATOG OTOV
OXNMATIONO TNG AETTTAC EMPAVELAS AVTAAAYAS TWV agpiwv. H abénon Twv nveupdvwv
ouveyiCeTal Kal HETA TNV Yévvnon péoa amd moAumhokn Siadikacia pe amotéAeopa T
ypriyopn avénon tng emM@Avelac avtaAAayng agpiwv.

Tautoxpova e TNV Hop@PoyEveDn Yivetal Kal n KUTTaplky dlagopomoinon péoa
amo ta avtioTtolya oTiké dtapepiopata. O mvevpovag KahumteTal anod emonAlo evdo-
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OEPUIKNAG TTPOENEUONC TO OTTOI0 SLAPOPOTIOIEITAL O APKETEC EIIKEG OEIPEC KUTTAPWY
oupnepAauBavopévwy Twv KpooowTwy, Bactikwy, Kuttdpwv Clara kal KUTTdpwv TUTTIOU
| kat Il oTIc MEPLPEPIKES KU ENIDEC.

To HETEYXU A TTOU TIPOEPXETAL ATTO TO OTIAAXVIKO HECOSEPUA Sivel YéVEDN OTO AYYEL-
ako 8iKTUO, TIC Aeleg MUTKEC iveg, Ta XOVEpIva TUAATA, KAl AAA OTOLXEId TOU CUVOETIKOU
10ToU Ta omoia avantuooovTal TapdAAnAa Kat EPIBAANOLY TOUC agpaywyoud.

FoviSiakd povomdria avantuéng Kat Siagopomoinong

H pop@oyéveon Tou veUova aTAITEl TNV OAOKANPWGN TTOANATTAWY PUBUICTIKWY
TTAPAYOVTWYV HE TEAIKO AMOTEAECHA TN AEITOUPYIA TNG AVATIVEUOTIKAG EMIPAVELNS
avtalhaync agpiwv otn yévvnon. aAAnAemdpdoelg avdueoa oto emBnAlo Tou apxé-
YOVOU EVTEPOU KAl TOU PECEYXUATOC TTOU TO TIEPIBAANEL 0ONYyOUV OTO OXNUATIOO TOU
avamveuoTIKoU evoodépuaToc.>s

H avamnveuoTikry 066¢ amoteleital amd emBnAlakd KUTTapa evO0dEPUIKNAC TTPOE-
Aeuong ta omoia TEPIBANOVTAL ATTO HECEYXUUATIKA KUTTAPA TTOU TTIPOEPXOVTAL ATTO
1O pecObepua. ApolBaia onuatodoTnon HeTa&l Twv SU0 KUTTAPIKWVY CEIPWY 0dnyei
OTO OXNMATIOUO Kal TN S1agopoToinan Twv MVEUUOVWV.® Apxikd mpokaBopilovTal Ta
KUTTAPA TTPOG OPLOMEVN KAaTtAANEN. YITAPXEL OWC CUYKEKPIUEVN XPOVIKN TIEPIOOOC
KaTtd TNV omoia ta KUTTapa UImopouv va aAAA&ouv Tov TPoopIod TOUC O amdvTnon
mePIBAAOVTIKWV TapayovTwy. Katormv ta KUTTapad SeOUEVOVTAL O CUYKEKPIUEVN
€€EMEN kat Sev umopouv MAéov va PeTaBAAAouV Tov TPoKAB0oPIoUO TOUC O€ ATTAVTNON
e€WTEPIKWV TTAPAYOVTWV. TENOC, Ta KUTTApa S1a@popormolovvTal O OoPPOAOYIKA Kal
AEITOUPYIKA WPlha KUTTapa.>®

MeagoAaf3nTéc autrig TNG S1adIKAoIag amoTEAOUV OIKOYEVEIEC ONMATOSOTWY Ol OTTOIEC
Xpnotpomnolouvtal Kat emavadinyn katd tnv Stadikacia oxXNUATICHOU TWV TIVEUUOVWY
KatephapBdavouv tov auéntiko mapayovta twv voPractwvy (fibroblast growth factor,
FBG), TO peTIVOIKO 0V, TNV OOTIKI LOPPOYEVETIKN TTPWTEIVN, Kal To povoratt Wnt. Ta
KUTTapa ouvtovi(ouv TNV amavTnor TOUC O€ AUTEC TIC TTPWTEIVEC ONUATOSOTEC, KUPIWG
MEOW UETAYPAPIKWV TTAPAYOVTWY, ol omoiot kaBopilouv Tnv KAatdAnén Twv avanveu-
OTIKWYV KUTTAPWV KAl TOV OXNMUATIONO TWV TTPOTUTTIWY SOUWV HECW EVEPYOTTOINONG Kal
KOTAOTOAAG YOVISIWV-OTOXWV.

Q¢ €k TOUTOU, N AVATITUEN TOU avamveuoTikoU §&vOpou amaltei cuvtoviopévn
Siadoxn Siadikaciwy, ol omoieg av peTafAnBolv pmopsi va diatapd&ouv Ti¢ AoELS
KAE1614 TNC avAmTuéng TwVv TIVEUOVWY, OTIC OTToieC supmepAapBdvtal n mpodiaypaen
(specification), n avénon kat Siagopomoinon KATd PAKOG TOU £yyUC-Amw agova Kal N
TAQCTIKOTNTA TWV AVATIVEUOTIKWV KUTTAPWV. H onuatoddétnon (signaling) amé avénti-
KOUC TTAPAYOVTEC Kal 1 EMAKOAOUON EMAywYr LETAYPAPIKWY TIAPAYOVTWY cuvTovi(ouv
NV aMnAemnidpaon HeTadl Tou AvaMTUOCOEVOU EMONAIOU Kal TWV HECEYXUUATIKWY
Sopwv mou to epIBAi ouv emMbpwvTac TNV KUTTAPIKA KataAnén (cell fate), Tov moh-
Aam\aolacud, Tn petavaoteuon Kat tn dtagopomoinon (Etkova 5).248

AOKIHAOCieG 0 EUBPUOVIKA Kal TIVEUUOVIKA KXUNOMATA PETA amd agaipeon yo-
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A. Bud induction B. Bud elongation

C. Bud arrest D. Bud branching

proximal

EIKONA 5. Movtéha aMnAenidpaong HeTa&l popiwv KAEISIWV KATA TNV APXIKH TIVEURIOVI-
K KatafoAn Kat Tov oXNHATIoNS Twv BPoyXIKWV SIakAadwoewv.

A. Emaywyn Tng MVEVPOVIKAG KATABOARS

B. Emurikuvon tng MVEURIOVIKAG KaTaBoAng

C. Navon TN eMPAKUVYVONG TNG TIVEUUOVIKAG KATABOARS

D. ZXNUaTIOPOG TWV BpoyxiKwv SlakAadwoewv

ATTEIKOVION TOU PECEYXVUUATOG [IE AVOLXTO YKPL XPWHA Kal Tou evEodepuikou emBnAiou pe
OKOUPO YKPL.

vISiwv o€ TTOVTIKIA EMETPEYPAV TNV AvVAYVWEIoN TETOIWV TTApayovTwy. H katavénon
TWV YovISIOKWV povoratiwy mou puBuifouv tnv avantuén Twv mveuudvwy Kal TNV
Kuttapikn dtagopomnoinon odnyei otn abutepn katavonon tng maboyévelag Twv
OUYYEVWV QVWHAAWY Kal CUVTENEL 0TNV avAnTuén TPWTOTIOPIAKWY OTPATNYIKWY Yid
TNV QVTILETWITION CUYYEVWV KAl EMKTNTWY 00OEVEIWV.

KaBoplopndg mMVEVMOVIKAG KUTTAPLKNG OEIPAG

Av Kal N TPWTN HOPYOANOYIKH EUPAVION TOU apXEyovou TIVEUOVA YiveTal TNV 9" ue
10" euBPUOVIKA NUEPA LE TNV HOPPN TwV SVO TIVEUOVIKWY KATABOAWY OTO OTTAAXVIKO
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evO0OdEPQ, O TOTTOYPAPIKOG KOBOPIOUOG TWV TIVEUUOVWY YiveTal TTOAU vwpitepa.2 O mio
YVWOTOC TPWIKOC SEIKTNG TNS AVATIVEVUOTIKNAG OEIPAC £IVAL O LETAYPAPIKOS TIAPAYOVTAC
Nkx2.1 (yvwoTog Kal wg BupeoelSIkdG peTaypa@ikodg mapdayovtag 1, Thyroid Transcrip-
tion Factor 1, Ttf1) mou avixvevUeTal péow PCR mpayuatikol xpdévou (Real-Time-PCR)
OTO KOWALOKO apxévtepo amod Tnv 8" pe 9" pépa.® ' Av kat GUXVOTEPA XPNOLUOTIOLEITAL
W¢ OEIKTNG TNG AVATIVEUOTIKNAG GEIPAC, EVTOUTOLG AVIXVEVETAL KAl O€ AMEC BETEIC OTTWC
Tou BupeoelboU¢ Kal Tou eykePANOUL.® X Euf3pua pe undevIKn petaAaén Nkx 1.2, av kal
oxnuatifovtal ol TVEUUOVIKEG KATABOAEG, eviouTolg anouctdlel n Tpaxeia, SnAwvovtag
TNV avayKaldtNTd ToU 0TNV AVATTITUEN TWV QUOIOAOYIKWVY TIVEUUOVIKWV SOUWV.'°

O xpbdVvOoC KATA TOV OTIOI0 EMTAYETAL N AVATIVEUOTIKI KUTTAPLKY O€1pd o TO OTTAG-
XVIKO pecddeppua Sev €xel kaBoploBei pe akpifela. EvToUTolg, pyaotnPIakéG UEAETEG
Seixvouv 011 n onuatodéTnon NG évapéng yivetat péow tng Siaxuong Tou auénTtikou
mapayovta Twv (voBAaoTwy, (Fibroblast Growth Factor, FGF) amé 1o YEITOVIKO KapSlako
pecGSepa TTOV gival amapaitnTog yia va kaboploBei n meptoxn Twv mveupdvwv.' H
€€ENIEN TOL KOIALOKOU OTTAAXVIKOU HecoSéppaTtog emnpedleTal amo To KapSIaKo Peao-
Seppa kal Tov FGF péow 6000e£apTWUEVOU UNXAVIOMOU. 2 € LEPOVWHEVEG KOAIEPYELEG
£v00O€paTOC 0dNYyoUAOTE O€ KATAANEN TayKpPEATOC, v dTav TO evOOSEPA eKTEDEL
o€ auénuévn moootnta kapdlakou pecodéppatoc fi FGF, emtuyxdvetal emaywyr AmaTtog
Kal KATomiv mveupdvwy 1 Bupeoeidoic.' 13

O nvelpovag €xel Ko eUBPUOAOYIKH TTPOoENEUOT aTTd TO OTIAOXVIKO ECOSEPUA JIE
AaMa 6pyava, OTIWG To ATTAP, TTAYKPEAS, BUPEOEION G Kal yaoTpevTePIkS. Oha Ta mapdywya
TOU apXEYOVOU eVTEPOU opifovTal €SO OTOUG TOMEIC EKPPacnC TwV yovidiwv Foxal kal
Foxa2, Ta omoia amote\ouv MApAyoVTEC UETAYPAPNG LE ONUAVTIKO poAo oTny Slago-
pOToiNGCN TOU APXEYOVOU EVTEPOU Kal 0TN pop@oyéveon.' Mndevikn petaAaén (null
mutation) otov Foxa2 €xel WG ATTOTEAECUA TNV ATTOTUXIA GUYKALONG TOU EVO0dEPUATOC
ME AMOTENEGA TOV [N OXNUATIGHO 0pYAVWY, CUUTEPINABAVOUEVNG TNG TIVEUUOVIKIAG
KATaBOoANC.! Z€ epyaoTnPIaKEG LENETEC O Foxa2 evepyoTolel TNV PeTaypa@n Tou Nkx2.1
Kal Bewpeital 6t dpa cuvepyikd pe Tov Nkx2. 1 yia Tov KaBoplopd TS TIPOYOVIKNG CEIPAC
TWV KUTTAPWV EVTOC TOU TIVEUHOVIKOU £TTIONAI0V.'%1617

>Ta apxlkd otddia o Nkx2.1 ekppdletal o€ OAa TA KUTTAPA TOU TIVEUOVIKOU €MMION-
Aiou aAAd otadlakd n ék@paot) Tou eplopiletal ota KuTttapa Clara kat ota meplpepIKA
KuTtapa tumou I1."8 H agaipeon tou yovidiou Nkx2.1 €6&1€e 011 evw mailel onuavTikd
poAo ota dldgopa oTddla TNG avantuéng Twv mveupdvwy, Sev gival amapaitnTo yla
v évapén Tou mpooSlopIoUoU TWV TIVEUUOVWV. € TTEIPAMIATIKA TTOVTIKIA PE UNSEVIKN
Nkx2.1 petdA\aén o oXNUATIOUOS TWV TTIVEUUOVWY SLOKOTITETAL TTEPLPEPIKA TWV KUPIWwV
Bpoyxwv. Ztov avBpwro, n eTepoluyn anwAela tou yovidiou Nkx2.1 oTto xpwpdowua
14q éxel meplypagei o€ Bpépn Kat Tatdid e emaveAnUUéVa EMEICOOIA AVATIVEUOTIKAG
Suoyxépelac, Suolerroupyia Tou BupeoeISOUC KAl TOU KEVTPIKOU VEUPIKOU CUCTAUATOC. 2!

Méxpl oriuEPA TO POVO YEVETIKO HOVTENO OTO omoio Sev umopei va oxnUaTioOei
TPAxEia Kal TTVEUUOVEG aTTO TO VOOSEPHIA TOU apXEYOVOU EVTEPOU gival n cuvduacuévn
pNdevikn HeTaaén Gli2” kat Gli3”. O BUpoC, To AMap Kal To TAYKPEAG oxnuatiCovtal
oA gival urrormAaoTikd. H oikoyévela Gli(1-3) amoteAel petaypa@ikolS mapdyovTeG, Tou
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EUTTAEKOVTAL OTNV EMTAYWYH TOU oNUatodoTIKoU povomatiol Sonic Hedgehog (Shh), oto
evdodepua. OLGlil, Gli2 kal Gli3 ekgpalovtal 0To GTMAAXVIKO KAl ApXEYOVO TIVEULIOVIKO
peogyxupa. O pdhog TnG olkoyévelag Gli gaivetal o onuavtikog amod autév Tou Shh
Sebopévou OTI ovTiKIa PE UNSEVIKN METANNAEN Shh yevviwvTal e UTTOTTAACTIKOUG
TVeUOVEC. MovTikia pe povripn HETAANa&N Gli2 i Gli3 éxouv oTévwon Tpaxeiag Kat
ENMEIUHATA OTO OXNMATIOUO TWV TIVEUHOVIKWY AOPBWV Kal Twv Bpoyxwv mapduola e
eKkeiva mou cuvavtoLpe oto olvdpopo Pallister-Hall.2%

TXNUATIGHOG TNG apXEYOVNG TVEVHOVIKNG KAaTtaBoAnRg

2Ta MOVTIKIA N apXéyovn TIVEUUOVIKN KATABoAn mapatnpeitat tnv 9" pe 10" gu-
Bpuoviki nuépa. ‘OMwe Kal 0 TIVEUUOVIKOG KABOPIoOPOG, N avATOAN TNG TIVEUUOVIKAG
katafoAnc yivetal amd tnv duvapikr aAnAemidpaon peta&l apxéyovou embnAiou Kal
peogyxupatog. Meléteg otnv Apocd@ila €detéav 6Tt n évapén Tng StakAddwong Twv
TIVEUOVWYV puBpifeTal amo éva yovidlo To omoio evepyomnolei tov umodoxéa tou FGF ato
evd0depua emdyovTag €101 TOV OXNUATIOUO TNG Tpaxeiac.? 2 To FGF uovorndrt gaivetal
va €xel SlatnpnBei otnv e€EMIEN Twv OnAaoTikwy KaBw¢ o FGF10 kat o urtoSoxéag Tou
FGFR2b (o omoiog ekppdletal o€ OAO TO aAvamveuoTIKO eMOAALO) TTai{ouv KPITIKO pOAO
OTO OXNMATIONO TNG TTVEVHOVIKAC KatafBoArc. O FGF 10 Bpioketal og Sidpopeg O¢oel; Tou
peogyxUUATOG TO omoio TEPIBANEL TIG ATTW TIVEUUOVIKEG KATABOAEG. Emdyel TomKA Kal
kaBodnyei TNV av€naon TG MVEVUOVIKNAC KATABOAR G TpodyovTag Tov TOANAAACIACUO
Tou evbodépuatog Kat Tnv xnuetota&ia. H ENelpn tou yovidiou FGF10 i Tou FGFR2b
TTAPEUPAIVEL OTNV ApXEYOVN TIVEULOVIKH KATABOAN KAl TNV TTEPIPEPLKN KUTTAPIKN Sla-
@opormoinon. O mapdpoLog YAIVOTUTIOC OE TIOVTIKIA e ENNEWPN TwV FGF 10 kat FGFR2b
mBavoloyei 6Tt 0 FGF10 Tou PeCEYXUUATOC EVWVETAL UE Tov FGFR2b oto emBnAlo pe
oKoTié va evepyonolnBei o MTOAATIAACIAOUOC KAl N PETAVACTEVON TWV EMONAIAKWY
KUTTAP WY, 08NywvTag mpog TNV KAateuBuvaon Tng IVEUUOVIKNC KATABOANG.232

APKETEC HENETEC EUMAEKOLV TNV ONUATOOATNON TOU PETIVOIKOU 0E€0¢ 0T PLBUION
NG EKPPAONG TOou FGF 10 KAl GTO OXNUATIONO TNE TIVEUUOVIKNG KATAaBoANC.3 Avendpkela
¢ Prrapivng A rj ouvduacopévn undevikn petdhha&n tou yovidiou Tou unodoxéa Tou
petoikoL 0&€oc 0dnyei o€ coPapég avwANES TWV TTIVEUUOVWV OTIWE TPAXEIOOICOPAYIKO
OUPIyYLO, TIVEUHIOVIKN UTTOTTAQCIQ, KOl AYEVEDIA APLOTEPOU TIVEUOVA. XTA apXIKA 0TAdIa
n oUVOEDN Kal Xprion Tou PETIVOIKOU 0&£0G ival TTEPIOOOTEPO EUPAVHG OTNV TTEPLOXH| TOU
apxéyovou evtépou amd omou Ba avateilouv ol KATABOAES TWV APXEYOVWY TIVEUOVWV.

Ot T-box (Tbx) petaypa@ikoi mapayovteg éxouv emiong SeixOei w¢ OeTikoi pUOUIOTEC
NG éKPpaong Tou FGF10. Z& éuPpua veooowv ol Tbx4 kat FGF10 ekgpdlovtal Tauto-
XPOova O0TO OTAAXVIKO PecOdOepua TTANCiov NS TepLloXn¢ ékppaaong tou Nkx2.1 Tou
evb0d£pUATOC OTNV apXEYOVN TIVEUUOVIKN TIEpLoxH. H AavBaouévn ékgpaon tou Tbx4
ETIAYEL TNV €KTOTIN éK@paon FGF10 kat éktonwv KatafoAwv omou ekppdaletat o Nkx2.1.
Y& KAANEPYELIEC EUPPUOVIKWV TIVEUUOVWY TIOVTIKIWY N KATAGTOAN TNG £€KPPACNC TWV
Tbx4 kal Tbx5 KAOTAOTENEL TNV EKPPACH TOU FGF 10 TOU HECEYXUATOC KAl OTAPATAEL TO
OXNMATIONO VEWV TIVEUUOVIKWV SIaKAASWoewv. Q¢ K TOUTOU, N EKPPACH TTAPAYOVTWY
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OTO APXEYOVO OTIAAXVIKO HECODEPA, OTTWG TOU PETIVOIKOU 0&€0¢, Tou FGF10 Kal Twv
METAYPAPIKWY TTapayovtwy Tbx maiouv KpItikd poAo oTnv emaywyr TN apxEyovng
TIVEUMOVIKAC KAaTaBoAng.343>

ZXNHATIOMOG TNG TPaXEiag

H évapén tou oxnuatiopou TNG TPAxEIag Kal ol LNXAVIoOi ol orfoiol eUmAéKovTal
010 SlaXwpPLopo TNG amd To ApxEYOVO EVTEPO gival avTIPATIKOL* Ot KNAOOIKEG LENETEG
Twv Spooner kat Wessels (1970) Seixvouv 6Tl 0Ta TTOVTIKIA, N TIVEUHOVIKH KaTaBoAr
gppavieTat TPtV amo To OXNUATIOUO TNG TPaxeiag. O oxNUATIONOC TN Tpaxeiag Eekiva
ammo To onpeio TG évwong Twv apxéyovwy Ppdyxwv (kapiva). Mevika Bewpeital 6t o
S1axwWPIoHOC TOU avanveuaoTikoL §évEpou amo To apxéyovo Eviepo yivetal Sia péoou
NG avioloag avEnaong Tou TpaxeloolcoPayikoL diagpdypatoc. Evioutolg, n onpacia
Kal mapouasia Tou Sla@pdypatog ivat und apploBritnon. Yrndpxouv dedopéva ta omoia
untooTtnpiouv OTI TAUTOXPOVA UE TOV OXNUATIOMS TNG ApXEyovNng TTIVEUOVIKNG Kata3o-
MG yiveTal Kal 0 Slaxwplopog TG Tpaxeiag amd Tov olooeayo. H apxikn ékgpacn tou
Nkx2.11tnVv 9" epuPpuoviki NUépa oploBeTel To paxlaio-KoIAako 6plo Tou evdodépuatog
TOU apXEYOVoU eVTEPOU SlaKPIVOVTAG TOV PWTOYEVH TIVEUOVA ard Tov oloo@dyo. O
TPAXELOOIOOPAYIKOC OlaXWPIOUOC YIVETAL UE TNV CLVEVWWON TwV EVOOOEPUIKWY AKPO-
Ao@lwv amo Ta MAAYLA TOIXWHATA TOU apXEYOVOU eVTEPOU. AUTOG O PAXIAIOG-KOIAOKOG
Slaxwplopods amouctddlet n eivat ateAng o€ uBpua TOVTIKIOU pe UNSEVIKEG LETAANAEELS
otoug Nkx2.1 kai Shh pe amoté\eopa tn SnUIOUPYIA TPAXEIOOICO@AYIKOU CUPLYYIOU Kal
TIVEUHIOVIKI UTTOTTAAGIA.

O ateAn ¢ SlaxwPIoUOC TOU OLOOPAYOU ATTO TO TPAXEIOTIVEUOVIKO CUCTNA ATOoTE-
Al oxeTikd ouxvr ouyyevh avwualia ota matdld Kat @avéTuTio 0 OToiog avagépeTal
o€ HeTaNayuéva ovTikia. MNa mapddelypua, KovOg TPAXEIOOIC0PAYIKOG CWARVAG KAl
UTTOTTAQCTIKOC TIVEULOVAC AVAPEPETAL OE AVEMAPKELA BrTapivng A. Z& movTikia pe Shh
Kal Nkx2.1 undevikég petaldelg oxnpatietal 1dlaitepa mMaBoAoyIkdG GAKKOEISNG
Tvelpovag amevBeiag amo To pn SlaxwpIoUEVo TPAXEIOOICOPAYIKO CwArva. Tpaxelo-
0l00PAYIKO CUPIYYIO HE GUYKOANCN TWV TIVEUUOVWY OTN HECN YPAWUUN TTapatnpeital
o€ undevikn Gli2 kat Gli3 petdA\aén. Alatapaxéc otn Stamhacn amd 1o apxEyovo
€VTEPO, OTIWG AAPPUYIKN OXIOUH, TPAXELOOIoOPAYIKO CUpPiyYlo, aTPNGia 0lGoPAyou
Kal Tpayeiag cupPaivouv HEPOVWHEVA 1 WG HEPOC TTOAUTTAOKWY CUVOUACHUWY OTIWE TO
VACTREL, Smith-Lemli-Opitz kat Pallister-Hall mou mapatnpeitat Siatapaxn oto Sonic
Hedgehog- Shh, povondti onuatodétnong.33’

Ta mapamdvw suprjpata dgixvouv OTL UTTAPXOUV KOIVA HOpPLa ONUATOSOTEC OTO
OXNUATIONO TNG TPAXEIOC KAl OTNV LOPPOYEVESN TWV TIVEURIOVWV. AVTIOETq, pia onua-
VTIKA TTapatrpnon gival 6t ol FGF10 kat FGFR2 sival anapaitntol onuatodoTeg otnv
avamntuén Twv MVELUOVWY aAAd OxL oTnv alénon kal atn Slapopomoinon TN TPAXEIaC.
MNpokertal yia evdilagépouvoa mapatripnon dedouévou 6t o FGFR2 ekppaletal puaoio-
Aoyikd o uPpnAd emnimeda oto emONAo TNG Tpaxeiac. EmmAéov og amouaia Tou FGF10
Sev undpyouv dedopéva 6Tt ANa yovidia pe vPpnAn ocuyyévela pe Tov FGFR2 émw¢ o
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FGF7 ek@pdlovtal otnv apxéyovn tpaxeia. Movtikia pe pndevikég FGF10 kat FGFR2
METANNGEELG £XOUV PUTIOAOYIKO SLOXWPICUO ATTO TO APXEYOVO viepo. OL TapaTNPNOELG
auTéC Seixvouv OTI 0 OXNUATIOUOC TNG TPAXEIOS KAl N LOPPOYEVESH TWV TIVEUUOVWY
givat SUo ocuvtoviopéva aANd YeVETIKA aveapTnta yeyovoTa.?

Aplotepo-6e€1a acuppeTpia

>Tov AvBpwWTTO Kal 0TA TTOVTIKIA Ol TIVEUUOVEG €XouV aploTtepd-6e1d aocuppeTpia.?
H acuppetpia Twv mveupovikwy AoPwv e§aptatal amd Tov mpwipo kaboploud tou
aplotepd-6€1ol adova. Auté pubpuiletal amod yovidia ta omoia oxetiCovtal Ye TNV
npwteivn TGF-beta (Transforming Growth Factor- beta) 6mwg o umodoxéag aktifivng
Il Leftyl kau Leftyll, Nodal kau Pitx2. H mhelovotnta twv yovidiwv ta omoia kaBopi{ouv
NV aplotepo-6e€1d acuupeTpia ekppdlovtal otov KOUPOo 1 0To TMAAYIO TIETAANO TOU
pecobéppatog TNV 8-8"2 eufpuoviki NUEPQ, TTOAU TIpIV TNV EUPAVION TNG apXEyovng
TIVEUHIOVIKIA G KATABOANC TNV 9" pe 10" nuépa. Alatapayr Tou urmodoxéa Tng akTiBivng
1IB, Foxj1, Pitx2, Pkd2 | Nodal ota movTikia €xel wG amotéAeopa Tov Se€1d TVEUIOVIKO
IOOUEPIOUO (AUPOTEPOTIAEUPA 4- TIVEUHOVIKOUG Ao3oUC) evw TTOVTIKIA UE AVEMAPKELD
oTtnV inversin xai Lefty-1 €xouv aploTEPO TIVEULIOVIKO ICOUEPIOUO (AUPOTEPOTTAEUPA
povipn Aofo). Tautoxpova UTIAPXEL CUVONIKE] ACUUMETPIO e KapOIaKEG AVWHAAIES
KOl avaoTpoQr TWV GTIAAXVWV.

TXNUATICHOG TWV BpoyXwv

H pop@oyéveon Twv Bpoyxwv EXEL WG ATTOTEAECA TO OXNMATIOUO TWV AEPAYWYWV
MéXpL Ta TEAIKA BpoyxtoAia, Stadikaoia n omoia mepAapPdvel abEnon TNG TVEVHOVIKAG
KATABOANG, EMUAKUVON, KAl OXNUATIOUO TWV TEAIKWV Hovadwv.>* To péyebog kat 1o
OXAUA TNG MVEVUUOVIKAG KATARBOANG e€aptdatal amd BeTikEG Kal apvnTIKEG onpatodo-
Toel petady emONAoL Kal pecgyXUpatoc. Ot FGF10 kat FGFR2b padi pe tnv emaywyn
TNG MVEUUOVIKA G KATABOANC ENEYXOUV KAl TOV AKOAOUBO OXNUATIOUO TWV TIVEUUOVWV.
O FGF7 o omoiog €xel opdAoyn akoAouBia e Tov FGF10 kal kowvo urtodoxéa, emnpedlel
TO OXNMATIOS TV PBPdyXwV TTPodyovTag ToV TOANATTAAGIACUOS KAl TNV EMEKTACH TOU
emonAiou. H maBoloyikr ékppaon Tou FGF7 oto PeudoadeviKo 0TAdI0 TPOTIOTTOLEL TN
SlakAddwon Twv BpoyXwv E TO OXNUATIOUO PEYAAWY KUGTIKWV XWPWV TTEPIPEPIKA.

‘Exel SetyOei 6T 0TOV TOANATTAACIAGUO TOU TIVEURIOVIKOU €MMBNAiou umtdpyouv Sidgpopol
apvnTikoi pubuIoTEC. Katd tnv emprkuvon TnG KataoArig n onuatodédtnon and toug
FGF10 kat FGFR2b emayel Tov Spry2 kabwg Kat TNV OOTIKI LOPPOYEVETIKA TIpwTEivn 4
(bone morphogenic protein, BMP4) oto dnw emOiAlo. Ta péln tng olkoyévelag SPRY
amoTteAoUV apvNTIKOUC pUBUIOTEC TOU onuatodoTikoL povomatiol FGF. H pgiwon tou
Spry 2 éxel w¢ amotéAeopa avénon Tng S1akAAdwong Twv BEOyXwY, TOV KUTTAPIKO TTOA-
Aamhactaoud kal TNV KUttaptkn dlagopomoinon. Avtifeta, n avénuévn ék@pacn Tou
Spry 2 1o iepLPpePIKO €MIOAAIO MTNPEACEL TO OXNUATIOUO TWV BPOYXWV HE LEIWON TOU
MOANATAAGIAC OV TWV EMONAIOKWY KUTTApwV. ETOL, N avacToAr TnG onuatodotnong



Mnyxaviopoi Sidmacng uatodoyikoU kat urromAaaTikoU mveduova 49

TWV FGF10 ka1 FGFR2b amod tov SPRY2 gaivetal va eENEYXEL TO UEYEOOC TNG TIVEUOVIKAG
katapoAng meplopifovtag tnv avénon.

O oxnUATIoUOG TNG KATABOANG emiong eAéyxeTal e Tnv onpatoddtnon tng odov
Shh. H Shh ek@pddletal évtova oTo emMOAAIO TIEPIPEPIKA TNG TIVEUUOVIKAG KATABOAAC,
and omou SlaxEETal Yla VO EVEPYOTIOINCEL TNV ONUATOSOTNON OTO TIOPAKEIUEVO LIE-
oéyxupa. Meléteg Seixvouv 0TI 0 pONOC TOU ONPATOSOTIKOU povoraTtiol Shh gival va
nieplopiel Tomikd ta enimeda Tou FGF10 610 pecéyxupa ou TTEPIBANNEL TNV KaTtaBoAn
eumodifovtac €ToL TNV MEPAITEPW AVENON. Z€ movTiKia pe undevikn Shh petdA\aén dev
TTAPATNPEITAL TOTTIIKOG TTEPLOPIOUOC TOU FGF 10, aANd EUPEIQ KATAVON OTO TIEPIPEPLKO
peogyxupa. Ot TveVOVEC €ival KUOTIKOI e Slatapayr 0Tov GXNHUATIONO Boyxwv Kal
OTO PECEYXLUA TTapaATNPETAl AUENUEVOS KUTTAPIKOG BAVATOC KAl LEIWUEVOG KUTTAPLIKOG
moANamAaclaopoc. Avtifeta o movTikia Ue auénuévn ékppaon Tou Shh oto emBnAio n
€kppaon Tou FGF10 0To MIVEUUOVIKO PECEYXUHA pelwveTal. H auénuévn ékgpaon Tou
Shh odnyei emiong otnv abéNon TwWV KUTTAPWY TWV TIVEUUOVWVY HE aUENon TOU LECEY-
XUHOTOG HETAEL TwV KUYENOWV. ETol 0 Shh Sgv puBuilel pévo Tnv Ekppaon tou FGF10
OANG armroTeAE( Kal TPOPIKO TTAPAYOVTA VLA TO TIVEUUOVIKO HECEYXUUA.

H olkoyévela Tou PETATPENTIKOU auénTikou mapdayovta Brta (transforming growth
factor beta, TGF-f31) eumAEKETAL EMIONG OTOV OXNUATIOMO TWV BPOYXWY, KUPIWG HECW
NG PUBUIONG TOU TOANATTAQGIOCUOU TWV EMBONAIOKWY KUTTAPWY KAl TNV evamobe-
on e&wkuttaplag ouciag. O TGF-B1 ekppdletal 0TO HECEYXUUA Kal KATA TTPOTiUNoN
OUOOWPEVETAL YOPW aTTO TA BPoyXIOAIA KAl Ta ONUEIR TWV AEPAYWYWY OTIOU UTIAPXEL
KOAQYOVO, QIUTTPOVEKTIVN Kal TPWTeOYAUKAVEG. H auénuévn ékgpaon tou TGF-B1 o€
KOAIEPYLEC OpYyAVWV Kal N TTABOAOYLIKH €KQPACT) TOU OTO ATw MBOAAIO €XEL APVNTIKN
pubuioTik dpdon oTo oxNUATIONS BPOYXwWY, Evw N Katapynon Tou urodoxéa TGF-A
type ll onpatodotei 1o oxnpatiopd Toug pe avénaon Tou TOAATAACIOoHOU TwV EMON-
AlOKWV KUTTApwv.

Ol 00TIKEG OPPOYEVETIKEG TIPWTEIVEG (Bone Morphogenic Protein, BMP) givai
onuatodoTIkd popla ta omoia gaivetal 6Tt maiouv TOANAMAG POAO GTNV AvANTUEN
TWV TIVEUOVWV TTIPOAYOVTAG TOV TTOAATTAACIAG O Kal TN HOP@POYEVEDT OTO MOAAIO
TWV TTEPLPEPIKWV agpaywywv. H BMP4, evw mapatnpeital 0To mpwiHo YEGEYXUUA, SV
untdpxel oto emOnAlo péxpt tnv E11-12, onote kat evtomifeTal otnv Amw MYEVUOVIKN
katafoAn.

Aertoupylkog givat emiong o poAog TnG onpatodoTikAg odou WNT oTto oxnUaTIond
TWV Bpdyxwv. OI MPWTEIVEC AUTEC AVIXVEUOVTAL OTO ATTW EMBONAIO O TIEPIOXEC UE
£€VTOVO OXNUATIOUO PpoyXwV, KOBWGE KAl OTO HECEYXUHA TWV £YYUG AEPAYWYWVY OTTOU
oxnuatifovtal ot Agieg pUikéG iveg. H ékppaaon tou Dickkopf 1 (DkkT1), avactoAéa tou
WNT, epmmodilel Tov KUTTapIkd TTOANATTAAGLACHS Kal TN S1agopomoinon Twy TVEVUOVWY
TEPLPEPIKA. AuTO €xel ouvOeDEl e amoTuyia TnS emaywynig Tou FGFR2b. Emmpdobeta
N KaAAEpyela ekxUNOUATwyY pe Dkk1 Seixvel Pelwpévn €KPPaon TNG QIUITPOVEKTIVNG
KOl TNG 0-0KTIVNG TWV Agiwv HUTKWVY IVWV 0TA KUTTAPA TOU TIVEUOVIKOU HECEYXUUATOG
kaBwg kat dtatapayr otnv ayyeloyéveon. H evandBeon @IumpovekTivng eival onuavTikn
OTOV OXNMUATIONO TWV PPOyXwV.
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E@appoyn eyyOg-anw mpoTtUmou Kal KUTTapikn Stagopomoinon

H Siataén evtog twv agpaywywv Twv emONAIOKWY KUTTAPIKWY CElpwV Baciletal
OTO €yYUC-ATIW TIPOTUTIO TOTTIOYPAPIKNAG TAlvopnong, SnAadn @opd amo 1o KEVTPo
TPOG TNV TEPIPEPELA (proximal-distal patterning).? H diadikaocia yivetal pop@oioyikd
opatn oto YPeudoadevikd otddlo. KpooowTd, BaciKd, EKKPITIKA Kal VEUPOEVOPOKPIVI-
KA KUTTapa amoteAoLV TouG BacikoU TUTTOUC KUTTAPWY Tou £yyU¢ emBnAiou, vw ta
KUPeASIKA kuTTapa tumou | kat Il Bpiokovtal oto dnw. Ot yeveahoyikéG OXEOELG PeTAU
Twv Slapdpwv KUTTAPIKWY TUTTWV bev éxouv Kaboplobei. H Ummapén kat n TautétnTa
TWV TIPOYOVIKWV HOPPWV KUTTAPWY, OTIWE Kal 0 poAo¢ Toug otn Sdtadikacia BAABNC
Kal emdIopBwong Twv MVEVOVWV gival UTTO PENETN. YTTAPXOUV OTolXEla amd LovTéNa
KUTTapPIKAS BAABNG mou urmtodnAwvouv 611 ta Bactkd kuttapa, ta Clara kat ta tomou |l
KUPEANSIKA KUTTApa AEITOUPYOUV WG TIPOYOVIKEG HOPPEG EMELDN £XOUV TNV IKAVOTNTA
va moAamiactalovTal Kal va Emavatpo@odoTouV [E KUTTAPIKO TANBuoud To onueio
BAABN¢ oto emBNAlo peta amd oeia BAARN. EvSlapépouca mapatripnon ivat otl
KOTA TNV TIPWIKN euBpuovikn avantuén oto adlagopomointo emOnAio ekppdalovtal
Sldpopol yevealoyikoi Seikteg Owe o Sftpa, CCT10 Kal TO OXETIKO HE TNV KAAGITOVIVN
mentidlo 1o omoio amotelei OeikTn TWV VEUPOEVOOKPIVIKWY KUTTApwV. KUTTapa Ue
Betikoug deikteg yia Clara r) Tumou Il kUTTapa €xouv emiong avixveuBei oTo BpoyxoKu-
PeMSIKS Siktuo evnAikwy Kat avédvovtal og aplBuo Hetd amo BAAPN Pe UTAEOUUKIVN
N vaeOalivn. Ta 1o TAvw auTo-avavewoipa KUTTApa OTO pyacTrplo Sgixvouv v
mapoucia MTOAUVSUVAUWY KUTTAPWY GTOV TIVEUHOVA TA OTTOId EMTAVAKATAXWPEOUVTAL
Katd tnv emd16pBwon Tou emonAiou.

Av Kal Ta KpooowTd KUTTapa Bewpouvtal TeAKA SlagopoTmolinpéva, TeEAeutaia Oe-
Sopéva dnAwvouv OTL umopolv akéun va moAamAacialovTal Kal va GUUTIANPWOOoUV
ek véou To emBnAlo og anrdvtnon BAAPNC oTnv vagBalivn 1) 0€ HEPIKN TIVEUUOVEKTOUN.
Avtifeta debopéva deixvouv 6Ti Ta KPOooWTA KUTTAPA AANA{OUV TNV HOPPOAOYIa TOUG
O€ amAvTNoN TNE MVEUHOVIKAC BAGRBNG aANd Sev moAamAacialovTal, avavewvovtal iy
peTatpémouv TNV dlagopornoinor Toug katd tnv emdlopbwon tou embnAiov. O mapdyo-
VTOG METAYPAPNG Foxj T gival amapaitnTog yia TNV avantuén Twv KpOooWTWY KUTTAPWY
Kal To HovTéNO Tou aplotepo-0e€lol dfova e PeTAANAEELC TOVTIKIWY va odnyouv o€
€lkéva éuola e gkeivn Tou ouvdpduou Kartagener.

S € MEIPAPATA AVACUVOUACUEVWY IOTWV QaiveTal OTL TO €yyug emORAlo pmopei va
S1akpIBEl amod To AW PECW TNE AVaAYyVWPELIoNE SIOAUTWY TTAPAYOVTWY ATTO TO YEITOVIKO
peoéyxupa. Méoa o€ GUYKEKPIUEVO XPOVIKO TTApABupo TO ATIW HECEYXUMA UITOPE va
TIPOYPAUMATIOEL TO €MBAALO TNG TPAXEING 0TN SNUIOUPYIA KUTTAPWY QAVOTUTIOU TUTIOU
I katll, kat avtiBeTa peoéyxupa Tpaxeiag pmopei va odnyrioel TUAATA TOU Arw emOnAi-
ou o€ Slagopormoinon e eyyug @atvotumo, Snhadr kpooowTtd Kal BAevvwdn KUTTAPA.
ApPXIKEC HENETEC €8€1€av OTI N TOCOTNTA TOU PECEYXUHATOC ATTOTENEL €vav aKoun Ta-
pAayovTa o onoiog eMNPEALEl TNV KUTTAPIKH KATAANEN Tou emBnAiou. Mikpr mocdtnta
peogyxuatog umopei va odnyrosl o dlagopornoinon gavotumou BpoyXIoAiwy, Evw
avtiBeta, avénuévn moodtnta amd To id1o pecyyupa Ba emdyet ota emONAOKA KUTTAPA
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Slagpopomoinon KuPpeMSikoU @aivéturiou. ETol n éKgppaon 0To HEGEYXUUA auEnuévng
moodTNTAC Ao Tov (610 onpatoddTN ) To i810 LOPPOYOVO UITOPEL va EMTAYEL TAUTOCH A
emONAlaKA KUTTOPA O€ SIAPOPETIKY KUTTAPIKK KATAANEN.

MNEYMONIKH YMOMAAZIA

H nveupovikr) unomhacia ) amhacia amotelei pépog evog @aopatog dlatapaxwv
Sidmhaong mou xapaktnpifovtal amoé ateAr) avamtuén Tou mveupovikoL 1otou (Eikéva
6). MaBoAoyoavaTOWIKA O UTTOTTAACIKOG TIVEUOVAG EXEL LELWMEVO BAPOC, aplBud Kue-
Aidwv Kat agpaywywv pe ouvod6 uTToTIAAGIa TWV GUCTOLXWV TIVEUHOVIKWV ApTNPLWV.
H Siagopomoinon tou emBbnAiov empPpadUveTal Kal TTOPATNPEITAL AVETIAPKELD ETTIPA-
velodpaoTikou mapdyovTa.

H Baputnta tng PA&LNG e€aptatal amd Tn XPOVIKN OTIyUr Katd Tnv omoia cuveéRn, os
ouvdUAGHO PE To 0TASI0 EEMENC TWV TIVEUOVWY, KAL TNV TTAPOUGCIa AWV AVATOMIKWY
avwpoAiwy. O UTTOTAACTIKOC TVEVOVAC PTTOPEL va amoTeleital amd Tpomda, ateAwg
QVETITUYHEVO BPOYXIKO KOAOBwWHA Xwpic, | eAdXIoTa S1apOoPOTOINUEVO TIEPIPEPIKO
TIVEULIOVIKO LOTO.

2 e TIEPLOCOTEPEC ATTO 50% TWV TTEPIMTWOEWV N VOOOC CUVUTIAPXEL UE AVWAAIEG armd
TNV Kapdlid, TO YAOTPEVTEPIKO, TO OUPOTIOIOYEVVNTIKO CUOTNUA KABWE KAl OKENETIKEC
avwuaAiec kat avwpahiec dtdmiaon ayyelakol 6évdpou.>

lNa Tov oplopd TNG TIVEVUOVIKNG uTToTTAaaiag ol S1APopoL EPEVVNTEG £XOUV OPICEL
€181kd Kpitrpla ta omoia BaciCovtal 0To HElWEVO BApog Kal GYKO Tou TTVELIOVA, OTO
nieplexopevo DNA, katl otov aplBpod Twv KUPeNidwv.

ArtiorraBoyévela

MNa ™ @uotoloyik avantuén
TOU TIVEUPOVA aTTaITETAl PUOIKE,
KatdA\nAo¢ S1abéatpog xwpog Kat
AUVIAKO LYPS TO OTIOI0 PEPETAL EVTOG
TOU TTVEUOVA UE TIC EUPPUIKEC ava-
TIVEUOTIKEC KIVIOEIG, 08NywvTag 0TV
avénon kat didtacn Tou avantuood-
MEvou mvelpova.

H mveupovikn urtomAaoia pmopei
va gival mpwtomadri¢, aA\d cuvriBwg
eival deutepomadni¢ e€aitiac pikpou
EUPBpUikoL Bwpakikol dYKOU, WE

EIKONA 6. AkTivoypagia Bmpaka veoyvol Ue anotéAeopa KataAnyng Tou nubw-
mpwtonadn mvevpoviky umomiacia Se€lov PAKIOU ATTO AVATOUIKA GTOIXELD, OTTWG
TIVEUMOVA E UETATOMION TOU PECOBwPAKiou KOIAlaKd OTTAGXvVa OTnV TTEPITTWON

o710 5§16 nubwpdkio. NG oUYYEVOUG Sla@payuaTiKAANG
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(ZAK) i ouyyeveic avwpualieg, 0w n ouyyevng adevwpatoeldng SuomAacia r KUOTELC.

Ot artieg Tn¢ mpwTtomaBoug urtomhaciag dev éxouv capw kaboploBei. EvtouTolg,
TIEIPAUATIKA HOVTEND SEXVOUV OTL N AVETIAPKELN CUYKEKPIUEVWV LETAYPAPIKWY TTAPA-
yovtwy, 6mwc ol TTF1, GATA, NTATOKUTTAPIKOC TUPNVIKOC Tapdyovtac 3b10 (Hepato-
cyte Nuclear Factor3b10, HNF3b10) kal auénTikwv Tapaydviwy, OTIWE O EMSEPUIKOG
avénTikog mapdyovtag kal ot utodoxeic Tou (Epidermal Growth Factor EGFR), n kivdon
™¢ MAP (Mitogen-Activated Protein Kinase), 0 au€nTiko¢ mapdyovtag Tou GUVSETIKOU
1otou (Connective Tissue Growth Factor, CTGF), umopei va €xouv w¢ amotéAeopa ™
Slatapayr otn GUOIOAOYIKH avATITUEN TOU TIVEUIOVA.

O pdAog Tou peTIvVoikoU 0&OC OTNV TIVEUUOVIKH UTIOTTAAGCIA €XEL EKTEVWC UEAETN-
Bel.* Av Kal 01 EPYAOTNPIAKEG MENETEC NTAV APXIKA TTOAU EVOAPPUVTIKEC, N Xoprynon
Brtapivng A dgv eumodioe TNV TIVEUUOVIKH UTTOTTAAGIA.

Emiong, onpavtikd poAo otnv avamntun tou PP EUIKOV TTVEUOVA PAIVETAL VA EXEL
n mieon. EW81koTEPaA n Sl1dTaon Twv agpaywywv prmopei va emnpedlel didgopa avantu-
&lakd kat onuatodoTIKA HoVOTTATIA, OTIWG Tou uTodoxéa Tou auénTikou mapdyovta
NG TUPOCIVIKAG Kivaong (Receptor Tyrosine Kinase Growth Factors), petaypa@ikoug
mapdyovtec, yovidia homeobox, Tn orpaveon Tou peTIvoikol o€o¢ Kal TN PEiwaon Twv
pNXaviopwy o€eidwong. MeAETWVTAC TIEIPAUATIKA MOVTEAD, TO KAEIGIO TNG TPAXEIOC
o€ gufpuikd {wa @aivetal OTI LEIWVEL TNV TIVEVPOVIKA auénon. Ot evBappuVTIKES
mapatnproel; os S1APopa TIEIPAPATIKA HOVTEAA 08rjynoav oTnv €Qapuoyr Toug o
avBpwmiva éuPpua pe ZAK. H emfBAaprc dpdon Tn¢ oupmieonc Tou mveLpova and
AA\OUG 1OTOUG, OTTWG OTNV TPOTITWON TWV KOIAIAKWY OTIAAXVWY EVTOC TNG BWPAKIKAG
KOINOTNTAG 0TN OLYYEVH Sla@payUakiAn eVIOXUETAL ATO TNV avaQopda TEPITTTWONG
AUPOTEPOTAEUPNG CUYYEVOUC S1APPAYUATOKNANG O CUVOUACHO LE YOOTPOOXIoN
Xwpic ouvodd mveupovIKr uomAaaoia.

Ta aitia deutepomaboug MveuOVIKIG uTToTAaaiag avagépovtal otov Mivaka 1. Mmopei
VO TIPOEPXETAL ATTO KATACTACELG TIOU CUCXETI(OVTaL A€ TN PEIWCN TOU GYKOU TOU BwpaKIkoU
KAwBoU, mapatetapévo oAuyoUSPApVIO, KATAOTACELS TTOU CUCXETICOVTAL UE UEWIEVN
EUPPUIKN avarmvor) Kal CUYYEVEIG KAOPSIOTIABELEC UE PTWYT TIVEULOVIKH KaPSIaKn TapoxH.

O pOAog TOU apviakoL uypou

O 6yKOC TOU UYPOU EVTOC TWV MVEUUOVWY KaBopileTtal amod To pubuo e TOV OTIOIO £K-
Kpivetal amd 1o mveupoviké emOnAto (4-5 ml/kg/h) katto pubuo pe Tov omoio KUKANOQOopE(
amo TNV TPAXEia 0TOV EUPPUIKO papuyya. H Tieon otnv epPpuikn Tpaxeia UOIOAoYIKA
givat katd 2mm Hg ugnAdTepn amd autrv Tou apviakou vypou epmodifovtag €Tol TNV
pO1 Tou UYpoU £Ew amod Tov eUPpPUIKO TTvelova. Kabe Slapopormoinon otov 6yKo Kal
TNV mieon peta&y apviakou uypou, Tpayeiag kal mvelpova KAtd tn ¢Ach OXNUATIoHoU
TWV avAwv TNV 157-18" efSouada nAikiag KUnong umopei va odnynoel o umomaaia.

H mapoucia auvéntikwv mapaydvtwy oTo auviakd uypo pag dsixvel 0tin Sidmhaon
TWV TIVEUHOVWY O€V ATTOTEAEL LOVO QaIVOUEVO TTiEONC. ZNUATOSOTHOELC amd TouG au-
&NTikou mapdyovteg aAANAEMISPOUV He TTEPIBAAOVTIKOUC, OTIWG 0 OYKOC TOU TIVEU-
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Mivakag 1. Aitia Seutepomaboug MVEUOVIKAE UTTOTAAGIAG

a) Meiwon éykov BwpakikoU KAwfBou
JUYYevAC Sla@apayuatokiin
KuoTtikn adevwpatoeidric Suomiacia
Mveuvpovikd amdluvpa
M\eupikn S1NONoN - EUPPUIKOG LSpWTAG
Awatapayég Sidmiaong Bwpaka (Bwpakikr Suctpopia)
Axovépomiaoia
OavatnPopog VavIoUOG
ATeNC ooTEOYEVEDN
Owpakikd veupofAacTwpata
YépoBwpakag
AlTapay£g KOINaKWY padwv
Avoywon nudlappdypatog
B) Napaterauévo oAiyoiibpduvio
Ayeveoia veppwv
Anéepadn oupoPdPWV CWANVAPIWY
Apgotepodmieupn veppikr Sucmhacia
AUPOTEPOTAEUPOL KUOTIKOI VEQPOIL
MNapatetapévn pr&n vpuévwy
y) Karaotdoeig ot omoieg oxeti{ovtat ue peiwpévn euBpuikrn avanvor
BAGBeg KNX
BA&Pec oTENEXOUC, VWTIAIOU HUENOU, PPEVIKOU VEUPOU
Neupopuuikég Slatapayeq (.. LUOTOVIKH SuCTPOPia, vwTiaia HUTKH aTpo@ia)
Juyyevic apBpoypunwon
AQYN avTIKATAONIITIKWV @APUAKWY Aro TNV Untépa
6) Zuyyeveic kapSiomdOeleg pe @Twyr mvevuovikn kapdiakn mapoxr
Tetpaloyia Fallot
YnomhaoTikn 8e€1d kapdia
Yrom\aoia MVEVHOVIKAG apTnpiag
Tplowpieg 18,13 kat 21

HOVIKOU uypoU Kalt n uTepo&ia, WoTe va TTPOKAAEGOUV TOV KUTTAPIKO TTOAAATTAQCIAGUO
kal Slagopomoinon. Autd anotelel otolxeio-KAeLSI 0TN pHop@oyéveon Twv KAASwV
(branching morphogenesis) w¢ anmotéheopa TG aAnAemidpaong evoodepUIkwy Kal
MECEYXUHATIKWY oTolxEiwv. Ot auénTtikoi mTapdyovTeg TapayovTal and ToV UECEYXUHA-
TIKO 10TO Kal BpiokovTal 6TO AuVIaKO uypod. Q¢ €k TOUTOU N €KQPACH TWV auénTIKWY
TTAPAYOVTWY KAl TWV UTTOSOXEWV TOUG, TToU mNEEACOUV TNV avamntuén Tou euppuikol
nveupova puBpifovTal Xpovikd Kat XwpoTa&IKa.
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Ta euPpuikd oUPa ATTOTEAOUV GNUAVTIKO OTOIKEIO TOU AUVIOKOU UYPOU TTPOG TO TENOG
NG KUNONG KAl GUVTEAOUV OTNV AUENON TWV TIVEUUOVWY. Katd tnv epPpuikn diamhaon
ol ve@poi amoteAouv onpavTikA Tnyr meoAivng. H mpoAivn BonBdet otov oxnuatiopo
TOU KOAMAYSVOU KAl TOU LECEYXUUATOC TWV TIVEUUOVWY EPUNVEVOVTAG £TGL TNV coBapn
TIVEUUOVIKI] UTTOTTAQGIA TTOU TTApATNPE(TAl O VEQPIKA ayeveaia kal SuomAaaia.

Mvevpovikn umonmAacia oTtn cuyyevr Sta@payuatokiin

ApxIkd BewpriBnke 0TI N MveupoviKr urtomAaaia n omoia cuvodelel tn ZAK ogeileTal
OTN GUMTTIECN TOU AVATTTUGCGOUEVOU TIVEUOVA ATTO TA KOIALAKA OTAdXVa TTou S1€pxo-
vTal 0Tn BwpPaKIK KOINGTNTA AOYWw amoTuXiag CUYKAEIGNG TOU TTAEUPOTIEPITOVAIKOU
KavaAlou Katd tnv 8" - 10" ef&oudada Kunong.

H vitpogévn gival {I{aviokTévo To o1oio XpNnoloTolrifnkKe yla apKeTd Xpovia ot
Snuiovpyia Tepatoyovou poviéhou ZAK. H xopriynon tng o€ TPWKTIKA TNV 8"-111 nué-
pa Kunonc odnyei ta éuBpua oe uPnAd mocootd XAK oe cuvduaoud UE TIVEUOVIKN
UTTOTTAOCIA KAl AVWHANIEC OTO TIVEUHIOVIKO ayYelakd 6EvOPOo oL OTToIEC €XOUV EVTUTIW-
OlAKEC OLOLOTNTEC LIE EKEIVEC TTOU TTApATNPOUVTAL 0TOV AvOpwTo o€ mepIMTwoelg ZAK.
Ta TTAEOVEKTAMATA AUTOU TOU HOVTENOU Eival 6Tl To Nl eMAyETAl OTO O0TASIO
SlaxwplooU TOU APXEVTEPOU O€ OICOPAYO Kal Tpaxeia divovtag €10l TV gukalpia va
peAeTNOei n avamTulakn avatopia Twv TVEVPOVWY Kal Tou dlagpdyuatog otnv ZAK.
To povtého autd €deiée 6T n umomhacia Twv MVEVPOVWY cupfaivel TOAD vwpic oTnv
KUNoN, PV akOPN cUPPEL N @UGIOAOYIKN GUYKAEION Tou Sla@pdyuatoc. Ta dedopéva
autd odnynoav otnv «umdOeon Tou SIMAOU XTUTTAHATOG». To apxIKO cuufdv yivetal
ammo TNV VITPpo@EVN Kal emnpedlel Kal Toug SUo Tvelpoveg ptv Tnv avantuén tou Sia-
@paypatoc. H deutepn BAARN yiveTal 0TOV OUOTTAEUPO TIVEVIOVA ETA TNV EANEIMMATIKN
avantuén Tou dlagpdyuatog e€aITiag TG CUMTTIEGNC TOU TTIVEUOVA ATTO TNV TEOTTTWON
TWV KOIAIOKWV Opyavwv. 044

O Babiuk kat ouv. e AAO HOVTENO TIOVTIKIOU UE UNOEVIKN LeTAANAEN oTov mapdyovTa
FGF10 ¢bei€av 6T1 evw UTTAPXEL APOTEPOTTAELPN TIVEUHOVIKN ayeveaia, To Sidgpayua
avanmtuooEeTal YUOIOAOYIKA ave€dpTtnTta amd tnv avamntuén Twv mveupdvwy. Ot idlol
ouyypageic ¢delav otL n évapén tou eANeippatog Tou Sla@payuatog Bpioketal oTIC
TTPOSPOUIKEG LOPPEG TWV N LUTKWV PECEYXUHUATIKWVY KUTTAPWY TOu Slagpayuatog ta
OTIOI0 TTPOEPXOVTAL ATTO TIG TTAEUPOTTIEPITOVAIKES TITUXEG. 2 € TIEPIMTWOELG ZAK pe ouvodo
TIVEUUOVIKI] UTToTTAacia, éxel mapatnpnOei uepTpoia Tou avtibetou mvelova oe
oLVSUAGCO UE TIVEUUOVIKN UTTEPTAON.

Mehéteg €xouv Seiel To poNo TG Slatapayrig 0To HOVOTIATI TOU PETIVOIKOU OTNV
avamtuén tou S1a@PAyHATOC Kal TWV TIVEVUOVWV. H Xopriynon mpoyevvnTIKA peTIVOTKOU
OTO PMOVTENO VITPOPEVNC TIPOKAAETE KUYENMOOYEVEDT OTOV UTTOTTAACTIKO TIVEUUOVA UE
avénon Twv KUYPEMSIKWY KUTTAPWVY TUTTOU 1. ANAEC peAéTeg Seixvouv Tov mBavéd pdo
NG IVTEPAEUKIVNG-6 oTNV av&non. Emiong éxel peAeTnBei 0 pdAog ANwWY pecEyXUHATL-
KWV auénTIKWV TapayovTwy OTIwE N KQPach Tou FGF10 0Tnv KUOTIKH adeVWHATOEISN
Sduomaoia.
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Ta peTivoidn oTtn cuyyevn dla@payuatoknin

Ta peTivoidry amoteAoUV OIKOYEVELD LOPiwV TTOU TIpoépxovTal amd tn Prtapivn A kal
gival amapaitnta otnv avénon kat tn diagopomoinon. H Brtapivn A mpooAaufdavetal
WG E0TEPAG PETIVOANG HE TN Bpwon KPEATOG Kal WG B-KAPOTEVIO UE Ta Aaxavikd. Metd
TNV amoppoPnaon amnd TO EVIEPO Ol ECTEPEG PETIVOANG HETAPEPOVTAL WG XUAOUIKPA
oTo Tap o6mou anmoBnkevovTal Kal KatoTmiv petafoiilovTal o PETIVOAN. 10 MAACUA
N PETIVOAN LETAPEPETAL EVWHEVN HE TNV TTPWTEIVN cUVOeoNC (Retinol Binding Protein,
RPB). H kukAo@opoUoa peTIvoAn cUVSEETAL e EMPAVEIOKOUC KUTTAPIKOUC UTTOSOXEIC
KOl KATOTTIV EI0€PXETAL OTA KUTTAPA 0TOXOUG. EVTOC TOU KUTTAPOTTAACUATOG N PETIVOAN
€0TEPOTIOLEITAL ATTO TNV AKETUAO-TPAVOPEPACH TNE AEKIBIVNC-pETIVOANC (Lecithin Reti-
nol Acetyl Transferase, LRAT) kat amoBnkevetal i) oeldwvetal Kat TEAIKA PETATPEMETAL
o€ peTivoikd o&L (Retinoic Acid, RA) xpnotpomowwvtag tig debdpoyevaoec RALDH1,
RALDH2, RALDH3.%

To peTivoiko o0& ival o BIOAOYIKOC eVEPYOC LETABOAITNG TWV peTIvVOidwV. EloépyeTal
oToV TUPvVaA Kat cuvSEeTal pe U0 HETAYPAPIKOUE TTAPAYOVTEC YVWOTOUC WE UTTOSO-
X&lg Tou peTivoikoL o&€oc (Retinoic Acid Receptors, RARS) kat X petivoikoUg umodoxeig
(Retinoic X Receptors, RXRs). e kaBe Ta&n umodoxéa umdpyouv Tpelg ummoTAEelc (a,B,y),
onote éxoupe RARa, RARB, RARY, kat RXRa, RXR, RXRy. lNa va dpdoet éva and ta RARs
o€ éva yovidlo etepodipepiletal pe éva amd ta RXRs. To RAR-RXR etepodipepéc ival n
AEITOUPYIKA Hovada oTnv emaywyr onpatoddtnong os yovidiako emimedo.

To peTivoikd o€V petafolileTal TEPAITEPW OE AVEVEPYEIC EVWOEIC U TN Spdon Tou
Cyp26 éva véo PENOG TNG OIKOYEVELAG TOU KUTOXpwHaTtog P450.

H mpwtn évdelén ouoxétiong twv petivoidwv pe tnv ZAK ival 611 og amoyévoug
nelpapatolwwy e averdpkela Brrapivng A mapatnpeeitat ZAK kupiwg de€lov nubwpa-
Kiou o€ MT0000 TS 25-70%. TO TOCOOTO UEIWVETAL UETA ATTd UTTOKATACTACN UE BITapivn
A, evw e€agaviletal av xopnynOei Brrapivn A tnv 10111 nuépa kUnong. Ot amdéyovol
TTOVTIKIWV [E SIMAN UNdevIKr PeTAMaN Tou umodoxéa Tou petivoikoU RARa, 3 éxouv ZAK.

2 € KAWVIKE MENETN OTNV omToia LETPriBNKE N PETIVOAN Kal n RBP otov op@pdaAio Awpo
UYLWV VEOYVWV Kal veoyvwv pe ZAK, kat ot SUo Seiktec Bpédnkav peiwpévol katd 50%
ota veoyvd pe ZAK, ev ATav onUavTiKa avénuévol oTo aipd Twv UNTépwyv Toug, S&l-
kvuovtag mbavr dtatapayn TG HETAPOPAC PETIVOANG SIATTAAKOUVTIOKAL.

Ta petivoeldn maifouv onUavTiko poAo o€ KABe 0TASI0 TN AVATITUENC TWV TIVEUOVWV.
2 & ouvOnNKeC o&eiag avemdpKelag Tou PETIVOIKOU oTnV UNtépa Ta éufpua epgavifouv
ayeveoia mveupovikwy kataBoAwv. H BloolvBeon Tou peTivoikol o&£oc Kal n ékppacn
Tou RALDH?2 avixvelovtal 0Ta Onpeia oXNUATIOPoU TNG TPAXEiag Kat Twv apxEyovwy
TIVEUUOVIKWYV KATABOAWV. ZTA TPWTA 0TASI0 TOU OXNMATIOMOU TWV TIVEUUOVWY EKPPA-
Covtal ot RBPs kat ot ummodoxeic petivoidwv (RARa, RARb, RARC). & éufpua movTIKIwy
XPNOLUOTIOWVTAG avIaywvIoTH Twv urtodoxéwv (BMS493) dev avixvevovtal onueia
TIVEULIOVIKWY KATABOAWV.

Daivetal 6T 0 KUPLOG PONOG TOU PETIVOIKOU 0EEAC 0TA TTPWIHA OTASIA TNG TTIVEULOVIKHAG
Mop@oyévean gival va Slatnpei Tov KUTTAPIKO TTOANATIAQGIACHO TOU HECOSEPUATOC
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Kal va emayel TNV €k@paocn Tou auénTikol mapdyovta Twv voAactwv FGF10 otnv
TEPLOXN] ELPAVIONG TNG TIVEVHOVIKAG KATAPBOAAC 0TO apxévTepo. 1o Peudoadevikod
otddlo ekppdlovtal ot urtodoxeic RARs kat RXRs. Ot RARa, RARY, RXRa, RXRPB kat RXRy
ekppalovtal og OAo TO €MBOAAIO Kal HECEYXUUA OTIG £YYUE Kal dntw mieploxég. O RARB
ekppdletal ota yyLS KUTTApA aAAd Ox1L oto dnw emBnAto. O RALDH?2 ekppdletal oTIG
€YYUC TTEPLOXEC TWV TIVEULOVIKWY Ao WV Kal u@ioTatal apvnTIKr pUBUION OTIC TTEPLOXES
TWV TIVELVPOVIKWY KataBoAwv. O CYP26, éva év{upo To omoio KataBoAilel To PETIVOIKO
o0&V, Bpioketal og uPNAOTEPA eMimeda OTIG ATIW TTEPIOXEG. AUTO PMOpPEi va onpaivel 0Tt
Katd 10 Peudoadevikd oTAdI0 TO PETIVOIKO 0V AVAOTENNEL TOV OXNUATIOUS BPoyXwV
TIEPIPEPIKA EVW KEVTPIKA TIPOodyel TNV Slagpopormoinon. Katd tnv 26M-28"edouada oto
ocwhnvwdec otadio ot unodoxeic RARB, RXRa kat RXRP cuoyetiCovtal pe tn dtagpopo-
moinon Twv eMONAIAKWY KUTTAPWYV Kal TIG SopIKEC aAayEéC. Metd tnv 26" fooudda
OTO OTASIO TWV TEAIKWV OAKKWYV TO PETIVOTKS 0&L @aivetal 6Tt Sieyeipel Tn oUVBeoN TwV
eWoPWAMSiwY, al\d ta Sedopéva yia tn Spdon Tou 0TV Mapaywyr Twv MPWTEVWY
Tou empavelodpacTIKoU TTapdyovTa gival avTipatikd. Auth Tnv nepiodo emayetal
oNUavTIKA N ékepaocn Twv RALDH1T kat 2. O RALDHT mRNA ek@pdletal oto Bpoyxiko
emOAAL0 Kat 0To BpoyXIKo emOAAL0 Kal oTtov KUPEAIDIKO evdildueco 1016. O RALDH2
MRNA gkppaletal oto Bpoyxikéd emOAAL0 Kat 0Tov UTTE(WKAOTA, EVIOXUOVTAG ThY Artoyn
011 0 RALDH?2 pmopei va 8pa w¢ éva ToTiKS Orjud TO OTTo{0 EMAYEL TOV OXNUATIOUO TWV
TEPIPEPIKWY KUPENIOWV. To KUPEAISIKO oTad1o Ekiva Ty 36" edoudda nAkiag Kunong
KOl TEAELWVEL TTEPITIOU OTOUG 24 HAVEG PETA TNV Yévvnon. AUo mAnBucpoi ivoBAacTtwy
gpgavifovtal 6to KUPEASIKO ToiXwHa. ZTov éva TANBUGUO 0 omoiog gival MAoUGIOG o€
Amtidia yivetal n ouvBeon Kal £Kkplon Tou peTivoikoU o€edc. Kat ol SUo autoi mAnBu-
OMOI CUVEICQPEPOUV CNUAVTIKA oTNV oUVBEOoN TG e€wKUTTAPLAC ouaiag n omoia bivel
ENACTIKOTNTA KAl S1ATACIMOTNTA GTNV EMPAVELIQ AVTAANAYAG AEPiWV.

Ot Massaro kat ouv. dei€ave 50% avénon otov apiBud Twv KUPEeNOWV o veoyevvn-
Ta TTOVTIKIA 0T omoia Xopnyrionke petivoikd o&v. Mo mpdogpata dedopéva Seixvouv
OTL TO PETIVOIKO 0&U EMAYEL TNV avayévvnon Twv KUYPENdwY o€ TTVEUOVEC EVAAIKWY
TIOVTIKIWV. 2€ TToVTiKIa e UNdeVIK HETANMAEN RARY HETA TNV YévvNnon Ol TTVEVOVEG
nepleixav Alydtepn eAaoTivn, Kal Tapatnpridnke peiwon oTo mayog Tou KUPeMSIKOU
TOIXWHATOC, 0TNV KUPENISIKN EM@AVELQ KAl OTOV aplOuo Twv KUPeAidwv. AvtiBeta
movTikia pe undevikn petdMaén RARa gixav @uotoloyikég KUPeNiOeG. ANNG Ttnv 507
nuépa {wrig 0 6yKog Twv KUPENidwV, o aplBudg Toug Kat n KUYEASIKN eMpAvela RTav
pelwpéva. Apa o RARa maiel poho oty cuveyr dtadikacia oxnNUATIoHoU Twv KUPEAISw.
O pohoc Twv RARP ival o evtunwotakdg dedopévou 6Tl o UNOeVIKEG HETAAMAEELS
mapatnpEeital avénon tou aptBpov Twv KUPEAOWVY Kal TN KUYENISIKAG emMpAvelac. AUTO
mBavwe SnAwvel 6t1 amotelei evdoyevr) avaoToréa Tou Slaxwplopol Twv KUPENSwv.
Ot RALDH2 kat RBP ekgppalovtal évtova OTIG TTAEUPOTTEPITOVAIKES TITUXEG OXNUATIOHOU
Tou Slappdypatog T 13" nuépa KUNONG OTA TTOVTIKIAL.

TaneploodTtepa dedopéva yia Tov poro Twv peTvoidwv otnv ZAK mpoépyovtal and
70 HovTéNO viTpo®évnc. Ot Noble kat cuv. peAéTnoav TPELG UTTOBECEIG OXETIKA LIE TOUG
mMBOavoU¢ PNXaviooug SPAGCELC TNG VITPOPEVNG:
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a) TNV aAANAEMOPaOoN TNG VITPOPEVNG LE TO ONUATOSOTIKO OVOTIATL TWV PETIVOIO WV

) TNV aM\nAemidpaaon tng vitpo@évng e Ti¢ Prtapiveg A, C kat E diepeuvwvtag tnv
unTéBeon OTI N VITPOPEVN AEITOUPYWVTAC WG AVTIOEEIOWTIKOC Tapdyovtac aAnAemdpd
E TO OVOTIATI TWV PETIVOISWY

y) TNV aAAnAemidpacon vITpo@£évng Kal Tou povoratiol onuatoddtnong tou Bupe-
o€16ou¢, e€etdlovtag TNV umoeBeon OTL N VITpoPévn Ba UMoPoUCE va TPOTIOTIOLEL TNV
0pPHOVN ToU BupeoeldoUC KAl TIG AElTOUPYIEC TOU UTTOSOXEN TWV BUPEOEISIKWY OPOVWV
6edopEVoL OTL UTTAPXOUV OTEPEOXNUIKEG OUOLOTNTEG METAEL TWV SOUWV TOUG.

KatéAn&av oto cuumépacpa OTl N vITpo@Eévn eMAYEL pla EEAIPETIKA CNUAVTIKA
Meiwon Twv emmédwy Tou PETIVOIKOU 0££0C KUPIWE HECW TNG AVACTOANG AEITOUPYIAC
Tou RALDH mapd tn¢ ékgpaong autol, dedopévou oti ta emimeda tou RALDH mRNA
€ival QUOIONOYIKA.

H ouvBeon tou petivoikol 0&edg dev @aivetal va emnpeddetal anod tnv Spdon
o&eidbwong, oute and To oNUATOSOTIKO HovoTTdTl Tou Bupeoeldouc. Ta eupripaTa autd
ouppadifouv pe mponyoUpeva Bloxnpika dedopuéva ta omoia Seixvouv OTL N VITPOPEVN
pewvel Tn dpactnptotnta tou RALDH2. Qaivetal 6t n vitpogpévn dpa emdpwvtag
oTNV MPOCcANYN PETIVOANG artd Ta KUTTAPA KATA TNV LOPPOYEVEDN TWV MVEUUOVWV UE
QTTOTEAECA TNV TIVEUMOVIKI] UTTOTTAAGIAL.

O Thebaud kat ouv. édei§av 61 n xopriynon peydiwyv 66cewv Brrapivng A padi pe
VITPpO@EVN UMopEi va pelwoel Tnv ZAK otoug amoyovoug and 84% og 20-40%, avaloya
ME TNV NuéPa Xoprynong tne Brrapivng A.

Ot idlo1 epeuvnTéc €6&1€av OTI N Prtapivn A UITOPE va PEIWOEL KAl TNV TIVEUUOVIKH
vrnomAaoia. Ta anmoteAéopata autd empBefawbdnkav kat and dAoug epeuvntéc. O
Babiuk kat ouv. é¢6&t€av 611 n emintwon tng ZAK pewbnke onpavtika and 54% oe 8%
OTav 10 PETIVOIKO 0&L XopnyNOnke padi pe TNV vitpopévn.

210 HOVTENO VITPOPEVNC TA PETIVOION €XOUV €TTiONG XpnOolomolnBei OepameuTika.
3 & eKXUNOMOTA EUPPUTKWV TIVEUUOVWY TIOVTIKIWV PAVNKE OTL TO PETIVOIKO 0&L emAyel
TNV avénon Twv UTTOTTAACTIKWY TIVEUUOVWY OTO HoVTENO VITpoévnc. Ta dedopéva autd
Seixvouv OTL TO HOVOTIATI TWV PETIVOIdWY EUMAEKETAL OXL LOVO OTNV TTaBoyéveon Twv
EMEIUHATWY TOU Sla@pAaypatog aAAd Kal 0Tn CUVUTTAPXOUOA TIVEUROVIKY UTToTTAaaia.
O Sugimoto Kai ouv. £de1€av OTL 0TO HOVTENO VITPOPEVNG TO PETOVOTKO 0EV Mpowbei Tov
KUPENISIKS oXNUATIONO TTPOC TO TEAOG TNE KUNONC auédvovtag Tov TOANATAACIACUO
TWV KUPEMSIKWY KUTTAPWV TUTTOU | 0TOV UTTOTTAACTIKO TTVEUOVA. Ta TIEIPAMATIKA auTd
Sedopéva deixvouv 0TI oTov AvBpwrto ta peTivoidri Ba umopoloav va xpnaotpomoinfouv
W¢ EVOAOKTIK) BepammeuTikiy 080 0TNV TPOYEVVNTIKN AUENGCN TWV TIVEUUOVWV.

O pOAoG TNG IVTEPAEUKIVNG-6

H wvtepAeukivn-6 (IL-6) mailel onuavTiké polo otnv e€ENIEN Twv opydvwy oTa omoia
mapatnpouvtal SlakAAdWOEIC OTIWC gival ol EPPPUTKOI TTVEVUOVEC.* AlAPOPEC LENETEC
Seixvouv Tnv onpacia Tou onuatodoTikou povoratiol Tng IL-6 oTnv wpipavon twv
TIVEUUOVWV HE TNV EVIOXUON TWV TTIPWTEIVWY TOU EMPAVEIOOPACTIKOU TTapdyovTa.



58

E. Toekoupa

Televtaia éxel SeixOei 61 N IL-6 ekPAlETAL CUVEXWC OTO APXEYOVO TIVEUOVIKO EMION-
Ao KATA TNV LOPPOYEVEDH TOU (PUOIONOYIKOU TIVEUIOVA KAl EVICXUEL TOV OXNUATIONO
SlakAadwoewv. Mahaldtepe PeAéTeg £0e1av OTL Ol UTTOTTAACTIKOI TIVEUHOVEG €XOUV
NV IKavVOTNTA avAKTNONG TOU QUGCLOAOYIKOU TOUC PeYEBOUC @'O00V ATTOUAKPUVOOUV
pnxavikoi mapdyovteg mieonc. MNpdogata n IL-6 cuvd£Onke e To paivopevo avénong
Tou TveUova ota Traidid. MmmopoUpe va unoBéoouple OTL N IL-6 pmopei va pecohafei
OTO PAIVOUEVO AUENONC TWV UTTOTIAACTIKWY TIVEUUOVWV.
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EuPBpuoyéveon ouyyevwy Siauaptiwv
mvevuova

2Zwtnpng ®oulag, MixaAng B. AvBpakdmoulog

O1 ouyyeveic SlapapTiec Tou TVEUOVA TTPOKUTITOUV WC ATTOTEAECHA EVOC EUPEWC
(PACUATOC OCPAAUATWY KATA TNV €UPPUIKA €EENEN TOU AVATIVEUGTIKOU CUGCTHUATOC.
Mpodkertal yla oXeTIKA omavieg MABACELC, ol omoieg £xouv cuvrBwe Kahf mpdyvwon
ota Buwotpa éuPpua.’? H épguva TWV YEVETIKWV KAl LOPIAKWY UNXAVICUWY TNE PUOCIO-
AoyIKAC euPpuoyéveonc o Telpapatolwa xel avadeifel pia mAeldda onpatoSoTIKWY
08wV oToV TIVEUOVA Kal £XEL YiVEL @avepd OTI TTOANEG amd AuTEG €xouv SlatnpnBei o€
€VPL EACUA TNE PUAOYEVETIKNAC ahuaidac.’® QoTtooo, TOAA amopévouy va SIEUKPIVI-
000UV, evw Aiya gival TPo¢ To MapdV YVwOoTA O€ YEVETIKO/Hoplakd eminedo yupw amd
TN LOPPOYEVEDT TWV CUYYEVWV SLAUAPTIWV.

3TO TIPONYOUHEVO KEPANALO AUTOU TOU TOHOU TIEPIYPAPOVTAL Ol UNXAVIOUOI El-
Bpuoyéveonc Tou GUOIOAOYLKOU KAl TOU UTTOTTAQCTIKOU TIVEUHOVA. XTO TTAPOV KEPA-
Aalo avaokomouvTal Ta vewTepa dedopéva Kal ol uoBEoELC yia TNV gUPpuoyévean
TWV ouvnBéoTepwy ouyyevwy SlAPAPTIWY KAl HAAIOTA eKEivwy TTOU BewpouvTal amo-
TENECHA EVOC XWPIKA KAl XPOVIKA TIEPLOPIOUEVOU TTABOAOYIKOU LOPPOYEVETIKOU UN-
xaviopou. Ot cuvnBéoTtepec TéTolEC SlapapTieg eivat: n atpnoia tou olcogayou (AO)
ME 1} xwpic Tpaxelo-olco@ayikd cupiyylo (TOX), n cuyyevng KUOTIKT adevoaToEIdNG
Suomhaaia (ZKAA), To veupovikd amdAuua, n BpoyxXoyevig KUOTN, N CUYYEVAC TPa-
Xelo(Bpoyxo)uahdkuvon Kat To ouyyeveG Aowdeg epguonua (XAE). Ot ouyyeveic &t-
apaptieg mou agopoulv og Sidxutn maboloyia Tou TVeUOVA, OTTWE N TTPWTOTIAONG
Suokivnoia Twv KPooowy, ol SlaTapaxéG Tou EM@AvelOdPACTIKOU TTAPAYOVTA Kal N
KUPENSIKN TptxoeldIkr SuomAacia Kabwg Kat ol SIAaQopEeC LoPPEC AyYEIAKOU SAKTU-
Aiou’ (BA. kat avTioTolXo Ke@AAAIo Tou TAPSVTOC TOHOU) eV ATTOTENOUV AVTIKEIEVO
TIPAYUATEVONG TNG TApoUoag avaokommnong.

Maibomnveupovodoyikry Movada, Maidiatpikry KAvikn Mavemotnuiov Matpwv, M.I1.EN. Matpwv

AMnloypagpia: MixdAng AvBpakémoudog, manthra@otenet.gr
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Ot ouvtuRoElC kKaBwg Kal Bpaxeia eme€riynon (ovopatoloyia, facikd xapaktnpl-
OTIKA) TWV PETAYPAPIKWY, HETAYWYIKWY KAl AUENTIKWY TTApAyOVTWY TToU XPNOIOTION-
oUlvTal 01O Keipevo mapatiBevtal otov Mivaka 1.

Atpnoia olco@dayou — Tpayelo-0100@QAYIKO Cupiyylo

MpoKeITal Yl OXETIKA OUXVEG ouyyeveic dlapaptieg (mepimou 1:3500 {wvta ve-
oyévvnta) mou amavtwvTtal poéveg i oe cuvduaoud. Xtnv Eikéva 1 avamaplotwvtal
oxnuatikda ot didgopol tumotl AO pe i xwpic TOX KaBwg Kal N cuxvoTNTA TOu KABE
TUTOUL PETA&L TV Bpepwv o ekdnAwvouv autr T dlapaptia. MNepimou oto 50% Twv
TIEPIMTWOEWY CUVUTIAPXOUV CUYYEVEIC SIapapTieg Kat 6€ AAA OPYaAVIKA CUCTAUATA,
ouxvOTEPA OTO KapSlayyelakd, evw n Suomiacia ekdnAwvetal kal ota mAaiola Slapo-
PWV GUVOPOWV.2

Quatodoyikn eufpuoyéveon

To eninedo oTpwa Tou eVO0SEPUATOC LETATPEMETAL UE HOPPOYEVETIKA AAANAoU-
xia avadimwong os TPWIHO TIENTIKO CWANVA, EVW N EUPAVION TNG AAPUYYOTPAXELD-
KA AUAAKAG 0TNV KOIALAKK TIEPLIOXH TOU TIPWIHOU apXeVTEéPou KabBopilel tn pop@o-
YEVECN TOU AVATIVEUOTIKOU cUCTAMATOG. H mpwipn autn epppuoyevetikn Stadikacia
£xel OlepeuvnBei TOAU Alydtepo amo ekeivn TN StakAadwong Kal dlagopornoinong Tou
Bpoyxikol dévdpou kat Twv KUPeNidwy, n omoia émeTal oTnV Mopeia TnG euBpuoyéve-
ong Tou Mveupova. To idlo 1oxLel Kat yia T dtadikacia kaBoplopol TG Tpaxeiag Kat
Tou SlaXWPIoHOU TNG amd Tov TEMTIKO CWARva.

Ynidpyxouv TPEIC KUPIwG Bewpieg yia Tn QuololoyIKn epPpuoyévecn TG Tpaxeiag
Kal Tou oloogpdyou Tou avarmaplotwvtal otnv Eikova 2:2 (a) H malaidtepn unootn-
piCel Tov e€apync —NdN amod tn Snuioupyia Tou AvaTVEUCTIKOU EKKOATTWHATOC- Sla-

‘AO\ T ol |T ‘|A°,||T ‘AOTOET O%T
\J| \ W U‘ q W |
A AN SRS QAN

(('O\ TYMNOZ A &8 TYnozB | lw" TYNOZ C w"; TYNos D ™Yoz E
L 8% \ 1% | | 8% || 1% 5%

EIKONA 1. Ot 5 k0Uptot TUmol atpnoiag Tou olo0PAYoU Kal TPAXELO-OLOOPAYIKOU CUPLYYioU Kal n
OXETIKN OUXVOTNTA TOUG.

AO: atpnaoia oioo@dyou (eyyus TuAS Turua), KO: katwtepog oloopdyocg, O: oicopdyog, T: tpayeia, TOX:
TPAXEIO-0I00PAYIKO OUPIyy!IO.
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MINAKAX 1. AApafntiki mapdBeon kat Bpaxeia eme€nynon (ovopatoloyia, Baciki Aeitoupyia)
TWV ONUAVTIKOTEPWV LETAYPAPIKWV KOl AUENTIKWV TTAPAYOVTWY TNG EUBPUOYEVESNG TTOU XPNOIO-
TOLOUVTAL OTO KEIEVO

A2-integrin

E-cadherin
Egf / Egfr

Fgf's / Fgfr2

Fox1 (f Hfh4)

Gli(-1,-2,-3)

Hox

Nkx2.1 (A TTF-1)

Nog

Pdgf(-A, -B)

Méplo TPooKAOAANONG TTOU PEPIKWG EAEYXETAL ATTO TA YOVISIO TOU CUUMAEYHATOG
HOX kat mailet onpavtiko poAo 0Tn HOPPOYEVEDN TWV AEPAYWYWV KAl OTNV wpi-
paveon Tou mvelpova.

‘Onwg n A2-integrin
Epidermal growth factor / Epidermal growth factor receptor

Euméketat otn StakAadwon tou Bpoyxikol §évSpou Kal 0T HOPPOYEVEDT TWV
KUPENSwv.

Fibroblast growth factors / Fibroblast growth factor receptor 2

Ooyévela auénTikwy mapayovtwy (umodlalpouvTal o€ 23 KATNyopIe), TwV omoi-
wv ol umodoxeig ekppdlovtal ato emOAAL0 Kal/f} 0To HECEYXUMA Kal Tailouv on-
MAVTIKO pOAO OTOV TTOANATAACIAOMO, TN METAVAOTEUON Kal Tn Slagopormoinon
Twv KuTtdpwv. O Fgf10, mou éxel peheTnOci meploodTEPO, EKPPALETAL O TIEPIOKES
TOU UECEYXUUATOG OTTOU cUMPBaivouv Suvapikég aAaYEG, OTIwG ot amoAN&ELg TwV
oxnpati{opevwy Bpdyxwv (bud tips) kat aokei xnpelotakTik Spdon oTo mapakei-
pevo emonAlo.

Metaypa@ikoc mapdyov, péhog tng olkoyévelag Forkhead box transcription fac-
tors, ot omoiol puBuilouv Tov TOAATTAAGIACHO Kat TN Slapopornoinon Twv KUTTA-
PWV KATA TNV EPPpuoyéveon.

Mpodkertal yla HeTaypagikoug mapdyovteg, HEAN TG olkoyévelag Gli zinc-finger
transcription factors, mou evepyomolouvtal amo tov Shh oto pecddepua, 1dlaitepa
oTNV MEPIPEPELA TOU TIveUpova. H ENelpn Toug odnyei oe coPapdtateg Siatapa-
XEG TNG MOPPOYEVEDNG TOU TIVEUOVA.

Homeobox transcription factors

Ot opowwTIKOi peTaypaPIKoi TapdyovTeg @aivetal OTt eEAéyxouv BepeNwEEIG KUT-
TAPIKEG EUPpuoyeVeTIKEC Slepyacoiec oe OAOKANPO TO WA, EVW N KPPACH TOUG
mapouctalel TOAwON KAtd UKog Tou eyyuc-anw afova. Etol, ot Hoxa5, Hoxb2,
Hoxb5 aveupiokovtal HOVO GTO TEPIPEPLKO TIVEULIOVIKO HECEYXUUA, VW ol Hoxb3
kat Hoxb4 ekppdlovtal kad’ ohov tov dfova. O Hoxa5 @aivetal 6Tt gival amapai-
TNTOCG yla TNV apTIOTNTA TNG TPAXEIAS, TN HOPPOYEVEDN TwV SIAKAASWOEWVY Tou
Bpoyxikou &évbpou, TNV eMapK TAPAYWYr EMPAVEIOSPACTIKOU TTAPAyovVTa Kal
NV MAfjpN WPIHAVON TOU TOLXWUATOG TWV KUPEANSWV.

Thyroid transcription factor 1

Mpodkertal yia Tov mAéov TIpWIHO SeiKTN TNG TIEPLOXNG Tou TIpoaBiou apxevtépou
mou KaBopilel TNV euppuoyéveon Tou mvelpova. Qotooo, o Nkx2.1 aveupioketal
Kat oTo €mMOrRAlo Tou evdodéppatog Tou Bupeoeldolc, TNG UMGPUONG Kal OPLoE-
VWV TTEPLOXWV TOU EUPPUIKOU eyke@Alou. Ta yeyovota ou ponyouvTal TG Of-
pavong Tou apxevtépou pe Tov Nkx2.1 otnv eppuoyéveon tou mvelpova Sev ival
YVWOTd (iowg eUmAéKovTal TTOPAYOVTEC TNE OIKOYEVELAC YoviSiwv T-box).

Mpodkertat yia Tov mapayovta Noggin mou padi pe tov Gremlin ek@palovtal oto
HECEYXUHA Kal amoTeAOUV avTaywvIoTEG Twv Bmp.

Platelet derived growth factor A ka1 B

O PdgfA ivat auénTikog mapaywv Kat aokei pubuIoTiK dpdon otn ouvBeon Tou
DNA kat otn Sadikacia tng dtakhadwaong (branching) katd t pop@oyéveon tou
Bpoyxikou &évdpou. H avaotolr tng Spdong tou PdgfB mpokaAei eAdttwon Tng
€MONAIOKNAG GUVIOTWOAC OTOV AVATTTUGCOUEVO TIVEUHOVA OANG 6€ PETABANEL TOV
ap1Bu6 Twv StakAadwaoswv.
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MINAKAX 1. AApafntiki mapdBeon kat Bpaxeia eme€nynon (ovopatoloyia, Baciki Aeitoupyia)
TWV ONUAVTIKOTEPWV HETAYPAPIKWY, KAl AUENTIKWY TTAPAYOVTWY TG EUBPUOYEVECNG TIOU XPNOIHO-
ToloUVTOL OTO KEipEeVO (Ouvéxela)

Shh

Sox2

T-box

TgfB(-1,-2,-3) /
Bmp’s

Tmem16a

Mpodkertat yia Tov mapdyovta Sonic hedgehog mou €ival n amapyr TG opwvuUPNg
onuatodotikng 0dou mou ekPpdaletal oto emOrAo. O Shh Seopevetal amd
Siapepppaviki mpwteivn Ptc (patched) kat aokei avaotaktikry Spdon otov Smo
(smoothened), evepyomolwvtag Toug HeTaypa@ikoug napdyovteg Gli. Mpodyet tov
TTOMATMAQCIAOUO TWV KUTTAPWYV Kal TNV EKQPacn Tou Bmp4 oo pecéyxuua, ava-
oTéNeL TNV ék@paon Tou Fgf10 kat mpodyel tnv ékppaon tou Hip1 (Hedgehog-in-
teracting inhibitory protein-1). Emiong, emnpeddel Tnv evepyonoinon HETAYWYIKWY
KOl LETAYPAPIKWV TTApayOvVTwy 1ou opilouv tnv emPBiwon, Tov TOAATTAACIAGHO,
N peTtavaoTeuon Kat Tn Slagopomoinon Twv KUTTApwWVY KATA TNV EUPpuoyéveon.
H ékppaon tou Shh amoé 1o avamnvevoTtikd emBAAo mailel onuavtikd pdho otnv
Tpotumonoinon (patterning) Tou PHECEYXUUATOG KATA TO OXNUATIOUO TwV XOVSPL-
vwv SakTuNiwv Twv agpaywywv. Emiong, pubuilel tn Siapopormoinon Tou Yeceyyv-
patog katd tn StakAddwaon Tou Bpoyxikou dévdpou otnv mepipépela (branching
morphogenesis) Kal 0To OXNUATIOHO TOU A&ioU HUTKOU 1I0TOU TWV BpoyXwV Kal Twv
ayyeiwv.

MéNog Twv Sex-determining Region Y related High-Mobility Group (SRY-HMG)-
box-containing gene factors

Qaivetal 6Tt maifel poAo otV MPWIPN SIOPOPPWON TNG TPAXEIAS KAl TOU OlG0-
@ayou. Exppdletal kupiwg otn paylaia meploxri Tou apxevtépou (eufpuoyéveon
oloo@dyou), v o Nkx2.1 ekppaletal mpwTioTwg 0TNV KOINAKA Teploxn (EpPpu-
oyéveon tpaxeiag). H méAwon autr @aivetal 6Tt cUPPBANEL oTov KaBoplopd tng
QAVATOUIKAG OXEONG Tpaxeiag-oloo@dyou.

MeTaypa@ikoi mTapayovTeg TNG OHWVUUNG OIKOYEVELDS YoviSiwv

O Tbx4 amotelei péhog TG Kat ekppaletal otnyv idla meploxry pe tov Nkx2.1, evw
N €KQPAOCT] TOU CUUTTITITEL XPOVIKA HE TNV TpocBiomioBia mTOAwoN Tou apxéyovou
AVOMVEUOTIKOU OoUuoTAHaToG. Towg o Tbx4 emdyel tov Nkx2.1 péow tou Fgf10 oto
pecodepua, evw o Thx1 éxel ouvbuaoBei pe To cuvdpopo CATCH 22. O1 Thx4 kat
Thx5 Siapecohapouv (mediate) Tn pUBuIoN Tou Fgf10 katd tn Siadikacia Tng pop-
poyéveonc Twv SIakKAaSWOEWV TOU agpaywyou.

Ot Tgfp (Transforming growth factors) eival auéntikoi mapdyovteg Tou PeoEey-
XUHATOG, KaBévag pe Slakplitoug POAOUG OTO €yyUG KAl TO TIEPIPEPIKO MO0,
avoAoywe. Ot mapdyovteg mailouv evepyd polo ota onpeia SiakAhddwong tou
aAvVaMTUOOOUEVOU Bpoyxikol &évpou (lung buds). Ot auéntikoi mapdyovteg Bmp
(Bone morphogenic proteins) mepihapBdvouv meplocdTepoug anod 20 MPOodETEG
(ligands). O Bmp4 avtaywviCetal tov Fgf10 kat amaitovvtal 1davikd emineda yia
TN QUOCIOAOYIKH HOPPOYEVESH TWV dgpaywywv. Emiong, o Bmp4 mailel onpavtiko
POMNO OTNV AYYEIOYEVEDT KAL TN VEO-AYYEIOYEVEDN.

Transmembrane protein 16a

Mpodkertal yia péAoG TNG OIKOYEVELAG SIapEUBPAVIKWY TTPWTEVWY Tmem16 TTou k-
@palovtal oTNV avanTuooduevn eUBPUIKN Tpaxeia (0To mORALO Kal TOV TPAXELD-
KO MU aAAd OX1 0TO XOVOPOYEVETIKO PeTEyXupa). H ENenpn tng Tmem16a mpokahei
OQOUVEXELEG OTOUG TPAXELOKOUG SAKTUAIOUG KAl GTOV TPOAXEIOKO L.
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XWPEIOPO TNG TPAXEIag amd Tov Ol00PAYO WG ATTOTENECHA TNG TAXEIAG oupaiag EMIUA-
KUVONG TG (tap-and-water theory). (B) H dgUtepn Bewpia mpokpivel To Slaxwplopo
NG TPAXEIOG AT TO YAOTPEVTEPIKO CWARVA WG amotéheopa NG dnuloupyiag evog
SlaxwpLoTIKOU S1appAyHaTog TTOU TIPOEPXETAL ATTO TN CUYKANCN TWV TTAQYIWV LECEY-
XUHOTIKWY OKPOAOPLWV TOU EVIAIOU APXEVTEPIKOU CWARvaA. To dildgpayua autod umo-

ApyEvT B \
Avkn
in
Te [+
MvEx Bewpia
Pay
o N\
* ¥
¥ xEvi & : £ Pay b
Kok :
= 2n

s Bewpia
TivEx Kol
/

ek

EIKONA 2. Txnuatikr avamopdotaon Twv TPIwv Bewplwv yia Tn QUCIOAOYIKY EPBPUOYEVESN TNG TPA-
XElag kat Tou oloo@ayou, 6Twg meptypapovTal oTo Keipevo. OBeNaieg S1OTOUES APXEVTEPIKOU CWANVA
ota oxnuata a, B,y, §, o1, { kat eykapoia datopn o1o €. Mpwtn Bswpia (a, B): To BéNog Seixvel Tnv Taxeia
oupaia emuriKuvon Tng Tpaxeiag, n omoia {exwpilel e§apxrig and Tov olcogayo (water-and-tap theory).
AeUtepn Bewpia (v, 6, €): H dlakekoppévn ypaupr ota oxrjpata y kat & Eexwpilel Tnv kollakn and tn pa-
Xlaia oUVIoTWOA TOU oUPAia EMUNKUVOLEVOU EVIAIOU APXEVTEPOU KA TA BEAN ONUEIWVOUV TNV apXH TOU
SloxwpPIoPoL TNG TPAXEIOG amd Tov 0l00PAYO TIOU EEKIVA OTO EMIMESO TWV TIVEUUOVIKWV eKBAaoTNUd-
TWV. 10 € (EyKAPOLa TOUN) PAIVETAL N AVATTTUEN OTO OTEPAVIAIO ETTMESO TWV TAAYIWV PECEYXUUOTIKWY
AKPOAOPIWV (KEPAAEG BEAWV) TTOU UE TNV €VoT| Toug Ba oxXNUATIoOLV TO UTTOTIOEUEVO HECEYXUHATIKO
S1appaypa, To omoio avANMTUCCOUEVO e KEPOAIKH @opd Staxwpilel Tnv Tpaxeia and tov olcopdyo.
Tpitn Bswpia (o7, {): To (elyog TwV AAPUYYIKWY avadImAWoEwV (TTTUXWV) Kal N KATWTEPN (TPAXELO-0l00-
@ayikr) mtuyr opi{ouv To Tpaxelo-01coPayIko SIaoTnpa. H cUykAelon Twv avaSImwoswv autwv (B€An)
Slaxwpilel Tnv Tpayeia amd Tov oloo@ayo. H payiaia (papuyyo-olco@ayikr) mtuxr anoTeAei To 6plo
petadl @apuyya Kal oloo@ayou (amé BiBAoypa@ikr mapamounty aptb. 8, Tpomonoinuévo).

AVEK: avamveuoTiké ekkoArtwa, ApXEvT: apxevtepikds owArvag, Kallt: katwtepn mruyr, Koih: kothiakn em-
paveia apyevrépou, Aallr: {eUyog Aapuyyikwv mruxwv, Oio: oicopdyog, MvEK: mveupovika ekfBAaotriuara,
Pay: paxiaia em@dveia apxevtépou, Pallr: paxiaia mruyri, TOA: tpayelo-oioopayiké Sidotnua, Tp: Tpayeia.
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TiBetal 611 Eekvd amd to emimedo Twv SUo PpoyxonveuoVIKWY eKPAacTnudtwy (lung
buds) kat akohouBei aviovoa mopeia. QoTd00, UTIAPXOUV TTOANEG A@IBOAIEG yia TNV
umap€n Tétolou Sla@pdypatoc. (y) ZUHewva pe Ty Tpitn Bewpia o Slaxwplopog tpa-
¥elac—oloo@dyou eMTUYXAVETAL UE TNV AVATITUEN TPLWV TITUXWY TOU APXEVTEPOU: TNG
mpooBlo-Kpaviaki¢ (i AApUYYIKAG), TNG KATWTEPNG (1] TPAXELO-OI00PAYIKNG) KAl TNG
paxtaiag (i eapuyyo-olco@ayikng). H eufabuvon twv SUo MPWTWV TITUXWV, Ol OTTO{EC
opiCouv ToV TPAXEIO-0100PAYIKO XWPO, 08nyei oTo Slaxwplopd Tou eviaiov cwArva
o€ tpayeia kat olcopdyo. H tpitn eppavifetal payiaia, wg 0plo petaél Tou @dapuyya
KOl TOU Ol00®AYOU.

> € poplakod emimedo, o MAEoV MPWIHOC OEIKTNG TOU AVATIVEUOTIKOU CUCTAMATOC Ei-
val 0 HeTaypa@ikdg mapayovtag NkX2.1, o omoiog ek@pdaletal oTnV KOIAOKN TTEPLOXN
TOU apxevtépou. Emiong, éxel Ppebdei 611 0 Thx4 (UENOG TNG OIKOYEVELOG TWV UETAYPAPL-
Kwv mapayoévtwy T-box) ekppaletat otny idla meptloxn pe Tov Nkx2.1 kal 0t n ékppa-
Or) TOU GUMTTITITEL XPOVIKA e TNV TTPooBlomicBia mTOAwGN Tou apX€yovou avamnmveuoTI-
KoL cuoTAuatoc. lowg o Tbx4 emdayel Tov Nkx2.1 péow tou Fgf10 mou napdyetal oto
pecdSeppa. ANNOL PETAYPAQPIKOI (HECOOEPUATIKOI) TTAPAYOVTEC TTOU EVEXOVTAL OTOV
KaB0oPIoPO TOU ApPXEYOVOU AVATIVEUCTIKOU CUCTHATOC Eival EKEIVOL TNG OIKOYEVELAG
Gli (Gli2, Gli3) agpou yovidiakd tpomomnoinpéva movtikia Gli27~/ Gli3”~ dev avantio-
OOoUV avamnveuoTIKEG Sopéc.® O1 petaypagikoi mapdyovtec Glil, -2, kat -3 evepyormol-
ouvTtal amnd tov mapdyovta Shh, o omoiog mailel onpavtiké pdho otn dnuiovpyia Tou
QVATIVEUOTIKOU CUOTANATOC. H ékppaor) Tou meplopiletal otnv TEPLOX LETAEU TOU
@APUYYA KAl TWV TIVEUHOVIKWV eKBAactnudtwv. H kolllakr—paylaia diakpavon tou
Shh Bpioketal untd avotnpen PLBUION, N omfoia @aivetal 6TI gival amapaitnTn yla Tov
EMTUXNHUEVO SlaXWPIoUS TNE TPAXEIOG aTtd ToV olcoPAyo. MPAyuaTt, apXIKA UTTAPXEL
avéoppuBuion (upregulation) otnv Kol\lakr poipa amd tnv omoia apydtepa Ba mpo-
KOYEL N Tpaxeia kat peloppubuion (downregulation) HETA TO OXNUATIOUO TNG, EVW TO
avtifeto oupfaivel oTn paxlaia meploxr amo tnv onoia Ba MPOKUYPEL 0 0100PAYO0C.58
AN rrelpdpata o€ yovidlakd Tpomomolnéva movTikia meavoloyouv (xwpic va amo-
S&lkvlouV) To POAO Kal AANwV Tapayovtwy, 6we o Nkx2.1, o Sox2 kat n onuatodoTti-
K 066¢ Bmp/Nog (Mivakag 1).%'2 O aIttoAoyikoG pOAOG TNG KUTTAPIKAG ATTOTITWONG
070 SlaXwpPIopo TG Tpaxeiag amd Tov oloopayo Oev éxel empPeBaiwdei, OUwg n vmap-
&n mpoypauuaticpévou KUTTapikol Bavatou ival avapeiopntntn.®

MaBoloyikn eufpuvoyéveon

H éMewpn ikavou apBpou avBpwmivwv euPpuwv pe AO/TOX og oTddla «KAEISIA»
Y10 TNV KOTAVON O™ TOU UNXaVIoHoU TS BAARNG, £XEL OTPEPELTO EVOLAPEPOV TWV EPEU-
VNTWV 01N MEAETN S1a@OpwWV TEIPAUATIKWY TTPOTUTIWV o€ TiElpapatolwa. Apxikd, do-
KIMAOTNKAV UNXAVIKEG uéBoSoL TPpOKANGNG TNG BAARNG (T.X. amoAivwon oloo@dyou 1
UTIEPUETPN KAPWN TOou PPpPUOL). OpwC Ol TEXVIKEG QUTEG gival LAANOV OTTAOUCTEUTI-
K€G KaBw¢ Bewpolv dedopévo OTL N ouyyevig SlapapTia ival pnxaviknig arttoloyiag,
evw Sev MAPEXOUV TTANPOPOPIEC YIA TOUG EUTTAEKOEVOUC KUTTAPIKOUC KAl LOPLOKOUG
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napdyovtec. H otépnon tng Brrapivng A n tng ptBogiafivng and apoupaioug Katd
TNV KUNon 08rynoe 0€ TPAXELO-0100PAYIKEG SUOTIAACIEC, OUWCE Ta amoTeEAéopata Sev
nTav avamapaywylpa. Meplooodtepo xpnoipeg amodeixbnkav ot péBodol xopriynong
TEPATOYOVWVY OUCIWY OE APOUPAIOUC Kal TTOVTIKIO, OTA TTAdioIa TwV omoiwv avanTu-
XOnke To mpoTUTTO TNG adplapukivng (adriamycin model), mou Bewpeital 1blaitepa aél-
OTIOTO OTN UWEAETN TWV TPAXKELO-OLCOPAYIKWY SlapapTiwv.* TéAo¢, n dnuioupyia yovi-
S1aKA TPOTTOTIOINMEVWY TTOVTIKIWY, UE ETMIAEKTIKN aTTWAELA YovISiwv mou urtootnpifouv
OUYKEKPIUEVEC AEITOUPYIEC, £XEL CUUPBANEL CNUAVTIKA OTN HEAETN TWV YOVISIOKWY Kal
MOPIOKWY UNXAVIOUWY TIOU amoTeAOUV TN Bdon Twv Sla@épwv EUBPUOYEVETIKWY UN-
XOVIOUWV, CUUTTEPIAAMBAVOUEVWV TWV TPAXELO-OLCOPAYIKWY SUGTIAACIWVY.> 6210

Ynidpxouv T€00EPELG KUPIWG Bewpieg yia TNV eppnveia TnG mMaBoAOYIKAG TPAXELO-OL-
oo@ayikng popgpoyéveon (AO/TOY), o1 OTIOIEG O€ YEVIKEG YPAMMEG ATTNXOUV EKEIVEG TNG
QUOLONOYIKNGE (a) ZOUQWVA PE TNV TTIPWTN Ol TPAXELO-0lo0@AYIKEG SuoTIAACTIEC aTmo-
TENOUV CUVETIELD AOTOXIOG OTNV AVATTTUEN TNG TPAXEIOC UE ATTOTEAECHA TNV UTTEPAVA-
MARPWON HE éviovn alénon Tou eViaiou apxXeVTEPIKOU CWANRVA. TO TTAQICLO AUTAG TNG
Bewpiag, Ta duo BpoyxomveupoviKa ekPAacTripata Bewpeitatl 6Tt ekpuovTal an’ euOei-
ag and 1o mpoadio apxevtepo. (B) H deutepn Bewpia amodidel tn duomiacia (AO/TOY)
oTNV avaoToAn TngG Snuioupyiag StaxwploTikol dlagpdypatod. Onwg Kat n mponyou-
Mevn, Bewpel 0TI N atpnoia Tou olco@dayou Sev amoTeAEl CUVIOTWOA TNG APXIKNG Su-
omA\aaiag, aA\d OTI TTPOKUTITEL WG ATTOTEAECHA TNG avadlata&ng TS KPAvIaKNE poipag
TOU TPOCBIoU APXEVTEPOU. TN CUVEXELD O EVIAIOG APXEVTEPIKOG CWANVAG ATTOKTA LIOTO-
AOYIKA XOPAKTNPIOTIKA TPAXEIOG, EVW TO TUAMA TOU OLGOPAYOU TIOU EEXWPLOE ApXIKA
YiveTal Tpaxelo-olco@ayikd cupiyylo. (y) H tpitn Bewpia, oe avtiBeon ue tig Svo mpon-
yoUpEeveG, uTToBETEL &TL 0 0160PAYOC e€ENicOETAL OE AUTOVOUO CWARVA EEAPXNG KAl 0TN
OULVEXEla KAamolog BAATTIKOC mapdywv odnyei otnv atpnaia. To TPAXEIO-0lC0PAYIKO
oupiyylo ekQUETAL Ao TNV TPAxEia 0To eMimedo Twv SUO MVEVOVIKWY eKPAaTnUdTWY
KOl EVWVETAL JE TO YOOTPEVTEPIKO CWARVA «ATTOKABIOTWVTAG» £TOL TN CUVEXELA TOU.
(8) TéNOC, ol UTTOOTNPIKTEC TNG Bewpiag TS avanmTuENng TWV TPIWV TTTUXWOEWV TOU ap-
XEVTEPOU yla TN Snpoupyia Tou GUGIOAOYIKOU TPAXELO-0100PayIKoU Slaxwplopou (Et-
Kova 2, oxnuata ot. Kat {.) Bewpouv 61 n Suomhacia (AO/TOZ) opeileTal o€ ENATTWA-
TIKA Qvdamtuén tng GapuUyyo-olo0@AYIKNAG TITUXAG, N OTT0id, HETATOTI{OUEVN KOINOKA,
€XEl WG ATTOTEAECHA TNV aduvapia SlaxwPIGHOU TOU TPAKELO-OIOOPAYIKOU XWPEOU. XTN
OUVEYXELQ, O EVIAIOG CWARVAG ATTOKTA XAPAKTNPLOTIKA Tpaxeiag. Ol Tpei¢ mpwteg Oswpi-
£C AVATIAPLIOTWVTAL OXNUATIKA oTnVv Eikova 3.

H épeuva TwV YEVETIKWV Kal HOPLAKWY PUNXAVIOUWY TOOO YE XPoN TOU MPOTUTTOoU
NG adplapukivng 600 Kal pe TNV avalitnon UoPLaKWV/YEVETIKWY UNXAVICUWY O€ YO-
vISlaKdA Tpomorolnpéva movTikia €xel avadeiel Oelpd PETAYPAPIKWY KAl AUENTIKWY
TapayovIwy Kal yovidiwv mou eumiékovtal otnv maBoAoyIKr LOP@POYEVEDH, OTIWG Ol
Shh, Gli2,-3, Fox1, Nkx2.1, Bmp, Nog kat Sox2 ([Mivakag 1). H vewTtepn TEXVIKA TWV MI-
KpoouaoTolXlwV UPNAAG eukpivelag (high-resolution microarrays) mpoo@épel eviumw-
OlOKA PEYAAUTEPN EUKpPIVEIA avAAUONC TWV IOTWV Kal avapévetatl va BonOricel onua-
VTIKA 0N SIEUKPIVION TWV LOPLAKWY UNXAVICUWY TG EPPpuoyéveonc.'
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EIKONA 3. Z}nuatikij avamapdaotaon Twy TPV MpWTwY Bewptwy yla Tnv euBpuoyéveon Tng atpn-
oilag 0100(pAyoU Kal TOU TPAXEIO-0L00PAYIKOU CUPLYYIoU, OTIWG TIEPLYPAPOVTAL OTO Keipevo (ofeA-
aieg S1aToUEC apXEVTEPIKOU CWARVA PE TNV KOIAOKN EMIQAVELD TIPOG Ta aploTePQ). pwtn Bewpia
(a, B): To avamveuoTIKO EKKOATIWHA SV EMUNKUVETAL LE ATTOTEAECHA TNV AYEVEDIA TNG TpAXEias. Ta
TIVEUMOVIKA EKBAAOTAHATA QVANTUCoOVTAL UOIOAOYIKA. H avamtuén Kal eMUAKUVON TOU OPXEVTE-
pIkoU owArva cuveyiletal pe Toug KUPLoug BPOyXoUG va avaguovTal Kat eubeiav amd To apxévtepo.
Y SeUTEPO XPOVO TO €yYUC (KEQAAIKO) WG TTPOG TNV EKPUON TWV BEOYXWV TUAHA TOU OPXEVTEPOU
OTTOKTA IOTOAOYIKA XOPAKTNPIOTIKA TPAXEIAC, EVW TO TIEPIPEPIKO (KATWTEPO, OUPAI0) CUVOEETAL UE
TO OTOMAX! WG oUPiyyto. To (AVWTEPO) TUPAS TUR A TOU 0100PAYO TIPOKUTITEL WG AMOTENECHA avadi-
TAWONG TOU ViAoV apXeVTEPIKOU owAnva (Béhog oxruatog B). Asutepn Bswpia (y, 6): H diadikaoia
Tou SlaxwplopoU TG Tpaxeiag amd Tov oloo@Aayo SIaKOTTETAL (AKUPpWHEVA BEAN oXNUATWVY Y Kat 6).
‘Otav n Satapayn Sev gival MAfpng, KPS YEPOG Tou oloo@dyou katopBuwvel va Staxwplobei amd
™V Tpaxeia, SIaPOPETIKA TTPOKUTITEL EVIAIOG TPAXELO-0100QAYIKOG OCWARVAG. T £yyU¢ (avwTePO) TU-
@AO TUNHA TOU O100PAYOU TIPOKUTITEL, OTIWG Kal 0TNV MPWwTn Bewpia, wg amotéheoua avadimwong
TOU &viaiou apyevTteplkol owhrva (Stakekoppévo Béhog oxnpatog 8). Tpitn Bewpia (g, 01): Ze avti-
Beon pe Tig SUO TIPONYOUUEVEG, AUTH UTTOBETEL OTL O TPAXEIO-OICOPAYIKOG SIaXWPIoUOG cupPaivel
KAVOVIKA, aAAd KATTO10G¢ PETAYEVESTEPOG BAATTTIKOC TapdyovTag (mOavov péow toxalpiog) odnyei
0€ OMWAELQ TUAUATOG TOU 0100OPAYOU (SIOKEKOUUEVES YPAUMES OXNLATOG OT) UE GUVETIELD TO TUPAO
€yYUC (avwtepo) TunRpa. H dnuioupyia cuplyyiou mou ekQUETAL ATTO TNV TPAXEIO AVATTANPWVEL TNV
ATIWAELD TOU OI0OQAYOU ATTOKABIOTWVTAC TN oUVSEDN (LEOW TNG TPAXEIAG) HE TO OTOUAXL TUUPwva
ME TN Bewpia autr To Cupiyylo TPOEPXETAL ATTO TO AVATIVEUCTIKO cUoTnua (amo BiAloypagikn ma-
pamourr aplb. 8, Tpomomoinuévo).

AVEK: avanveuoTiko ekkoAnwua, AO: atpnoia oloopdyou, ApxEvt: apxevtepiké¢ owAnvag, Bp: Bpdyxol,
KalTt: katwtepn mruxn, Oio: oico@adyog, NvEK: mveupovikd ekBAaotripata, up: oupiyyio, Tp: Tpaxeia.
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21NV MAEloVOTNTA Toug ol mepMTwoelg AO/TOX ekdnAwvovtal omopadikd Kal -
@aviouv pikpr mBavotnta véag ekdrdwong otnv idla olkoyévela (1%) Kabwe Kal
XOUNAR ouxvoTnTa oUyXpovng epgaviong otoug S16Upouc (2,5%).8 Av kat ta dedopé-
va aUTd ouvNyopouUV UTIEP UN YEVETIKOU —aANA pdAov mepIBallovTikou—- altiou, n
npdo@atn épeuva avadeIKVUEL TO GNUAVTIKO pONO TOU YEVETIKOU TTAPAYOVTA OTNV K-
SnAwon AO/TOZ."™*"7 Yridpyel ouvexrig TPdod0og wG TPOG TO YOVISIAKO XOPAKTNPIoUO
Sl1apopwv cuVOPOUIKWY pavotuTwy Tou mephapPdvouv AO/TOX. H meploocdtepo
yvwotn ekdrihwaon AO/TOZ umd poper «ouvdpdpoL» gival 0 cuvOUACHUOC CUYYEVWV
SlapapTiwy (association) VACTERL (Vertebral, Anorectal, Cardiac, Tracheo-Esophageal,
Renal, Limb). Mpdéogata SeixBnke 011 pikpoanwAeleg (microdelitions) oto yovidiako
ouumeyua (gene cluster) Fox otn B8éon 16g24.1 (téooepa yovidia: FOXF1, MTHFSD,
FOXC2, FOXL1) mpokaAouv @aivoTumo mapopolo e tov cuvduaopo VACTERL.™ H ek-
6nAwon AO/TOX amotelei ouxvd elpnpa Kal o€ Oelpd AAAwY omraviwv cuvOpOUwWV
ota oroia éxel emPBefaiwOei To yovidlakd aitio (yovidlakry HETANAEN 1} amWAElq),
onwc: to yovidio N-MYC oto ouvdpopo Feingold, to CHD7 oto oUvépopo CHARGE
(Coloboma, Heart anomaly, choanal Atresia, Retardation, Genital, Ear), To SOX2 oto
ouvdpouo AEG (Anophthalmia, Esophageal, Genital), to MID1 oto ouvdpopo OptzB
(X-linked), To GLI3 oto cUv&popo Pallister-Hall, to FANCC/FANCA otnv avaipia Fanco-
ni, To BPAX1 (epigenetic dysregulation) oto cuvdpopo Goldenhar ry OAVS (oculo-auri-
culo-vertebral sequence) kai 1o TBX1 oto cUvdpopo CATCH 22 (amwAeta tou 22q11.2).

JUYYEVNG KUOTIKN adevopatoeldng Suomiaocia

MpokelTal yla oxeTIkA ondvia duomhacia Katd TV EUPPUOYEVESN TOU TIVELLIOVA
TTOU Ol TIEPIOOOTEPOL TNV KATATAGOOUV 0Ta apaptwpata, dnhadn otic BAAPeg mou
amoTeAoUVTAL ATTO PUCLIOAOYIKO TIVEULIOVIKO LOTO, O OTTOI0G OUWG TTAPOUCIAETal XWwPl-
ka amodlopyavwuévoc. Exel umootnpixOei 61t n ZKAA (congenital cystic adenomatoid
malformation — CCAM) eival amotéheopa SIAKOTTAC TNG GUOIOAOYIKAC EENIENC TOU
EUPpUIKoL Bpoyxikou §évdpou.2'81° OUTWCE 1] AAWCE, To amoTéAeoua TNG Slatapayng
givat pta moAukuoTikn pddla mou ekdnAwvetal cuvRBw oTov éva MveLova Kal o€ €éva
povo Aofo, kat avtikaBlotd tn guaotoloyikr dopn Tou mapeyxvuatoc. H ouxvotntd
NG ekTIpdTal o€ 1/25.000 £wg 1/35.000 KUAOEIC Kal, 0€ GUVOUAGHO LIE TO TIVEUOVIKO
améAupa, ival amod TIC TAEOV EAETNUEVEC EPBPUOYEVETIKA OUYYEVEIC avwualiec.?’

Ot apxikd meptypagévteg 3 Tumol TnS PAAPNC (I éwg 1) éxouv emektabei o€ 5 (O, |
éwc lll kat IV),? evw éxel mpotaBdei kal MAEov amloTrolnpévh («KAVIKH») KaTnyoplomoin-
on (2 pévov Tumol) e BAon TNV UTIEPNXOYPAPIKN EMPAVION KAl TN LAKPOOKOTTIKI ava-
Topia TNg BAABNC, mou ouwe O¢ oxetiletal pe Ta TaBoAoyoavaTtouikd eupripata.?? H
petayevéotepn katnyoplomoinon tng Claire Langston pe faon ta maBohoyoavatopul-
K4 eupripata katatdooel Tn ZKAA Tumou-l (pakpokuoTikn) Kat -1l (MIKPOKUGTIKN) OTIG
Suomhacieg Tou mveupovikoU mapeyxUpatog kat tnv tumou-lIl (adevopatoeldn) otnv
TIVEUHIOVIKN UTIEPTTAQCIA.? Zrpepa TOANOL XPNOLLOTIOIOUV TOV OPO GUYYEVIG TIVEULO-
vikr) Suomhacia Twv agpaywywv (cystic pulmonary airway malformation, CPAM) O¢-
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WPWVTAC ToV aKPIBE0TEPO, Ao pepLKoi TUTTOL Sev gival KUOTIKOI Kal pévo o Tumoc-ll
éxel adevopatoeldr poppoioyia.?

H popgoyéveon tng ZKAA bev éxel SiukpiviaBei. MoANoi epeuvnTtég Bewpoulv 6Tt
ol dtagopol Tumol TKAA mpokUntouv and o@AAuaTa Tou cupfaivouv o€ S1a@opETI-
KA Xpovikda onueia Tng Stadikaaciag Tng QuoIoAoYIKNG EPPpuoyEvESNC TOU TIVEUOVA,
w¢ €€7¢:2* (a) o TUToC-0 (ouvnBw¢ Bavatneopoc) cuvodeletal and SUCTIAACIEC TOU
KapOlayyEIOKOU CUCTAMATOC Kal UTToTIAAGia Tou 8€puaTog Kal cupfaivel og Tpwl-
poTEPO €€ENIKTIKO 0TASI0, (B) ot TUTOI-l (HEYANeg KUOTELS), -l (UIKpEC KUOTEIC) Kau -l
(abevouaTOEIONG EPPAVION, LUTTEPTIAACTIKOC) APOPOUV O TIPOOSEUTIKA TIEPIPEPIKO-
TEPN HOPPOYEVETIKN Slatapayr Katd to Peudoadevikd epppuoyevetikd otadio (5-17
gBdouddec kunong) kat (y) o Tomoc-1V (ueyaAeg kKUoTelg) amodidetal og OYIUN TTPoo30-
A Tou BAamntikou mapayovta oto emninedo Tou Botpudiou (MpwTtoyevoug Aofidiouv)
070 TéAo¢ Tou cwAnvwdouc otadiou (22-36 eBSoudadec) (Eikéva 4). Kowvr mapadoxn
TWV TTAPATNPEACEWV AUTWV gival n uTéBeoN TN E0TIAKACG SIAKOTTAG TNG PUGLOAOYIKAG
e€EMENG Tou BpoyxikoL dévdpou. Artd Tnv AAAN pepLd, n Langston Bewpei étL ot 5 TU-
mol TN¢ ZKAA gival mBavo va anmote ouv autovopeg Suomiaoieg, Snhadry kabe pia va
o@eileTal o€ SIAPOPETIKO EUPPUOYEVETIKO UNXAVIONS.Z e Mo Tpooatn avdiuon
maBoloyoavatouikol VAIkoU ZKAA, To omoio Afj@OnkKe pe xelpoupyikn e€aipeon amd
23 éuppua nAikiag kinong 21 £wg 38 fdopddwy, SlamoTwOnKe OTL Ol TTPONYOUHEVEG
KaTtnyoplomolnoelg —mmou Paciloviav o€ EVPHATA VEKPOPIWVY Kal XEIPOUPYIKNAG e&Ai-
PEONC UETA TN Yévvnon- dgv avtamoKpivovtav oTnv maBoAoyoavaToIKY EIKOVA TOU
EUPPUIKOL 1OTOU.? ZTN HEAETN AUTH ETMIXELPNONKE VEéa Katnyoplomoinon (3 opddeg kat
2 ata&lvounTta mePLOTATIKA) TTov, O€ avTiBeon pe ekeiveg Tou Stocker kat tng Langston,

[=]
.

EIKONA 4. Nedtepn katnyoplomoinon Katd Stocker tng KuoTikng adevopatosidoug Suomiaciag
TWV TIVELUOVWV. MephapPdvovtarl ot kKAaotkoi tumot 1-3 (I-lll) kabwg kat ot Tumot 0 kat 4 (IV) mou
mpooTtéOnkav apyotepa (amd BiBAoypa@ikn mapamouns aplb. 2).
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O¢ Baoiletal oto PéyeBOC Kal TA IOTOAOYIKA XOPAKTNEIOTIKA TwV KUOTEWV aANA O€
€KEIVA TOU HETAEL TOUC TIVEUHOVIKOU TTapeyXUHAToC. EmmAéoy, Ta eupriuata Tng Ue-
AETNC auTrAC BETOUV LTTO AUPIOBATNON TNV E0TIAKN ATOPPAén TWV AEPAYWYWV'S% w¢
EpUNVEia TNG EUPPUOYEVETIKAC TTPoéAeUoNC TNG ZKAA.Z

e Oelpd PEAETWV €xel a&lomoinBei maBoAoyoavatopikd UAIKO amd XEIPOUPYIKA
e€aipebeioeg ZKAA mpokelpévou va SiepeuvnOei o€ poplakod emimedo n maboyévela
¢ duomiaciac. O Volpe kat ouv.? €6elav 6Tl N €KAo TOU UETAYPAPIKOU TTaPd-
yovta HOXb5, ou €ival onuavTikn yla Tov TOAATAACIaoUO Kal TN Jop@oToinon
TWV TEAEUTAlWY 7 UTTOSIAIPECEWY TWV UIKPWV agpaywywy, dlatnpeital og uPnAotepa
enineda otov (maboloyikd) 101d NG TKAA évavTl Tou TEPIBANNOVTOC PUGIOAOYIKOU
mapeyxupatoc. Tétola emimeda xapaktnpi{ouv ta mpwipa oTAdla TG QUCIOAOYIKNG
euBpuoyéveonc Tou mveLova. & AAAN, TIIO TTPOOPATH, UEAETN BPEBnKe OTI OpIouE-
vol deikteg mpwipwv otadiwv TnG epPpuoyéveonc, omwe o HOXb5 kat o Nkx2.1 ex-
@palovtal oe VPNAEC ouykevTpwoel oe XKAA eufplwv.? To idlo 1oxVel Kal yla Tov
FGF9, evw o FGF7 Bpébnke ehattwpévog kat o FGF10 kabwcg kat o umodoxéag tou, o
FGFR2, dev mapouocialav petafoléc.?® Xe mepimtwoel ZKAA pe taxeio avénon katd
Vv euPpuiki wn mou odrynoav oe euBpuikd LOpwa, KaBlIoTWVTAG £€TOL avaykaia
v evbopntpla e€aipeon tng SuomAaociag, mapatnerndnke avénon ¢ €KPpPacng Tou
yovidiou PDGF-B kal Tng mapaywyng tg avtiotolxng mpwiteivng oto mabohoyoava-
TOUIKO TTapackeLaopa.? QoTtdo0, ol emayopevol ano tov PDGF-B pecohafintéc FGF7
kal TGFB, ot omoiol @aivetal 6Tt eubuvovtal yia TNV avfnon Tou MTOANATTAAGIACUOU
TwV KuTtapwy, Sev mapouciacav petafolr. ETol, n atioAoyikry 6Xéon Tou HECEYXU-
patikoU auéntikol mapdyovta PDGF-B pe tnv maboyévela Tng ZKAA dev éxel mpog 10
mapov amodetyBei.?

Exel SeixOei 611 n Aettoupyia Twv QUOIOAOYIKA eKQPAlOUEVWY LOPiwV TTPOTKOM-
Anong A-2 integrin kat E-cadherin, Ta omoia pepikw¢ eAéyxovtal amd ta yovidla Tou
ouumnAéypatoc HOX kat mai(ouv onUAvTIKO pONO OTN HOPQPOYEVESH TWV AEPAYWYWV
Kal TNV wpipavon tou nvelpova (Mivakag 1), epgaviletal tpomomoinuévn otn ZKAA
Kal 01O TVEURIOVIKS amdlupa.® Emiong, €xel Bpedei onuavtikn av€non tTng Ekppaong
TOU VEUPOTPOPIKOV TTapdyovTa Twv veupoyholakwy Kuttdpwv (glial cell-derived neu-
rotrophic factor) oto emBnAAlo TTOU EMANEIPEL TNV ECWTEPIKN EMPAVEIA TWV KUOTIKWV
BAapwv Tnc ZKAA. Artd TV AN HEPLA, O TTapdyovTac auTtdC amouotdlel TOGO amd Tov
mepIBaNovta puOIOAOYIKO TVEUIOVA, OGO Kal Ao TOV MVEUOVA TWV (PUGCIOAOYIKWY
veoyévvntwv.?' Ta eupripata autd emPePaiwvouy Tnv unobeon nwe n TKAA amotelei
HLa XWPLKA TIEPLOPIOUEVN (E0TIAKN) SLAKOTA TNG wpipavong Tou eUPpuikol mveuoval.

H xprion tng TeEXVIKAG TV UIKPOOUCTOIXIWV 0OAYNCE OTNV €VTOTION Kal AWV
yovidiwv mou gival oAU mlavod va cUPBAAMOUY 0ToV TABOYEVETIKO UNXAVIOUO TNG
SKAA, 6mwg o €181ko¢ Seiktng Twv Kuttdpwv clara CC10, mou givatl aunuévog, Kat n
npwteivn FABP-7 mou sopevel ta Mimapd o€a kal aveupioketat ehattwuévn.32 H xpn-
0N HOPLAKWY TEXVIKWV O€ TIElpapaTolwa €xel avadei&el kat oelpd ANwVY Tapayoviwy
mou N avénuévn Kay/ny €KTomn ékPPaor Toug pmopei va mailel onpavtikd pdho otnv
maBoyévela Tng ZKAA. Tétolol mapdyovteg ival ol FGF7, FGF9 kat FGF10 oto Yeu-
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8008eVvIKO Kal TMBavOV 010 WANVWEC 0TASI0 UPPUIKAG avaTTuENG, TO CUPMAEYUA
HOXb kat o mapdyovtag SOX2 (Mivakag 1).32

TéNog, Si1agpopol Blohoyikoi SEIKTEC TTOU EUTTAEKOVTAL OTOV TTIOAATIAQGIACUO KAl TN
Slagopomoinon Twv KUTTdpwv Kabwg Kat otnv abénon Twv ayyeiwv éxouv HeAeTnOei
WE TTPOCG TN 0X€0N Toug ME TNV uPpuoyéveon ¢ TKAA kabwe Kat wg mpog tnv mba-
vij oxéon tn¢ He kakonOn e€alhayry. MoAu Aiya gival yvwotd yia tnv mpodidbeon ¢
YKAA, 16iwc ekeivng Tumou-l, yia e€aAayn). MBavoloyeital 0TI auTn gival amotéAeoua
evO0oyevoU¢ aoTABELOC TOU TIAPAKEIMEVOU TNG OUYYEVOUC KUOTNG KUYENMSIKOU 10TOU.
ESikoi 1oTikoi begikteg, 6Twe 0 EGFR kat 1o oykoyovidio K-RAS, éxouv SiepeuvnBei, aAa
TTPOG TO TTAPOV eV Umopouv va cuvaxBouv BéRala cuunepdopata.?

Bpoyxomnveupoviké anéAvpa

To PBPOYXOMVEUUOVIKO OTTOAUMA OTTOTEAED UKPOKUOTIKY pdAla pn Asitoupylkol
TIVEUHIOVIKOU LoTOU TToU &€ S100£TEL avayvwpioIun EMIKOIVWVIA E TO TPAXELOBPOYXIKO
6£vBpo Kal OTIC TUTTIKEG TIEPIMTWOELG apdeveTal EEONOKARPOU 1] KATA TO PEYAAUTEPO
MEPOC TNG ammd TN CUCTNUATIKI KUKAO@POpia péow EKTOTTNG aptnpiac. Avayvwpilovtal
600 pop@éc amoAluatoc: To evbolofaio (evOOTIVEUHOVIKO — TIEPIBANNETAL ATTO PUOI-
OAOYIKO TIVEUUOVIKO 10T6 Kal &g dtabétel Eexwplotd ume(wKOTIKO TTEPIBANUA) Kal TO
e&whofaio (e§wmveupoviko — agpopiletal amod Tov urtdAotrmo Tvelpova TEPIBANNOE-
vo amo 81ké Tou UNECWKOTA). X& OTIAVIEC TIEPITTTWOELC Ol SUO POPQEC UTTOPET VA GUVU-
TIAPXOULV.

Ta e€whoPaia amolvpaTa o€ MTOCOOTO MEPiTou 40% cuvoSelovTal amd ANEC Ouy-
yeveic Suomhaaiec (BwpPaKIKOU TOIXWHUATOC, OTTOVOUAWY, EVTEPIKOC AVASITTAACIACHOC,
ouyyevi¢ kapdlomdbela), evw 5-15% Twv Bpe@wv He ouyyevh Sla@PAYUATOKOIAN
éxouv e€wlofaio amdAupa. MaAioTa, n cuxvry cuvimapén kal AAMwv cuyyevwv Sla-
MOPTIWV TTapamméumel os mpwiun dtatapaxn TnG epPpuoyéveonc Tou nvelpova (mpv
amé v 6" BSopada kunonc). Ta e€wAofaia amoAbuata cuvdéovtal OTEVA HE TO Ya-
OTPEVTEPIKO GUOTNHA KAl OTNV TIAEIOVOTNTA TWV TIEPIMTTWOEWY UTIAPXEL PAEBIKN TTO-
POXETEUON OTN CUOTNMATIKA PAEPIKA KUKAo@Opia. H cuvimnapén xapaktnploTIKwy
ZKAA tumou-ll ota e€whofaia amolvpata evioxVel Tn Bewpia OTI AUTA ATTOTEAOUV
goTiakn Satapayr TnG didmiaong tou Ppoyxikol §évépou mapduola Pe gKeivn TNG
SKAA (mahaiotepa gixe amokAnBei kat «uBpidikr» BAALN).>32

Ta evbéolofaia amohvpata && cuvodevovtal cuvABwe amd ANNeC cuyyeveic Su-
omAaoiec. Emkolvwvia pe Tov 01009Aayo 1 1o oTopdxt UMdpxel Hovo oto10% Twv Tie-
PIMTWOEWV Kal N GAEPIKN TTAPOXETEVON YIVETAL KAl JE TIC TIVEUMOVIKEG PAEREC. Mapa
TOV IOXUPIoPO TTOAWY 6TL Ta evdolofaia amoAupata gival emiktnta (mbavév Aoyw
untotpomaddouocag GAeyHovng), HAov dev umdpyxouv, TAéov, 101aiTePEG AU@IBOAieC
OTI TTPOKEITAL YIa OUYYEVEiC SuoTAaoieg.>3?

H popgoyéveon twv BPOYXOTVEULOVIKWY ATTOAUMATWY €Xel amoteAéoel (TN
Makpoxpovng avtimapdBeonc. KA\aoikd, wg mpoimobeon yia tnv katataén tng PAGPNS
ota Bpoyxomveupovikd amoAupata Bswpeital n dpdeuon Tou maboAoyikoL I6TOU aro
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TN ouoTNMATIKA KUKAo@opia. Qotdo0, n Langston Bewpei 6T1 n maBoAoyoavaTtouikn
€lkova ¢ BAAPNC gival ekeivn TTou Tipémel va kabopilel kal TNV TaboAoyoavaTtopiKn
katataén tTng (m.x. Bpoyxoyeving KUoTh, Bpoyxiki atpnaia, ZKAA), evw n ayysiwon tng
anmé cUCTNUATIKN ApTNEia cuvioTd amin Tapaiiayn.>*

Ta yeveoloupyd aitia Tou BPoyXOTVEUOVIKOU ATTOAUHATOC UITOPOUV va opado-
moinBoulv o€ 5 katnyopieg, we €A (a) ayyelakn €AEN, (B) ayyeslakr avemapkela, (y)
Tuxaio cupPaua,(d) emiktnTn PAAPN Aoyw emaveAnuuévwy Aotpwéswv Kat (g) dia-
Tapaxn NG euatoloyikng e€EAENC.3* H euputepa amodektr untdBeon, n omoia &&n-
Yei pe eviaio pnxaviopd ta maboloyoavatopikd gupripata tng diapaptiag ivat n
Omapén umepdplBuou TVeLpoVIKOU eKBAATAUATOC TO omoio dnuloupyEital oupaia
TWV 800 PUGIOAOYIKWV TIVEUUOVIKWY EKBAACTNUATWY KAl AvANITUOCETAL, UE oupaia
@opd, mapdAAnAa pe Tov oloco@ayo. YrevBupiletal 6ti To apxéyovo Ppoyxikd Sév-
6po ava@UEeTal WE KOIAIOKO EKKOATIWA Tou TPpOoBiou apxevtépou tnv tpitn Bdo-
pada tng Kunong kalt to Se€i kat aplotepd nMveupovikéd ekBAdoTnpa oxnuatifovtal
peTa&y TG 5™ Kkal TG 8™ gfdopddac. Emouévwe, 10 BpoyXomveupovikd amdlupa
mBavétata avaguetal eTa&l Tng 4™ kat TN 8™ eBdopadac kunonc.** H dnuioupyia
e&whofaiouv i} evboloPaiou amohvuatog unotiBetal 6t1 kabopiletal amd To €av n
Snuioupyia Tou apxikol €KTomou eKPAaoTrApaAToC £ylve Tiplv (evdolofaio) i peta
(e€wAoPaio) Tnv euPpuoyéveon tou umelwkoTa. ‘OMWE KAl OTNV MEPIMTWON TNG
YKAA, ya T e€EMKTIKEG SlaTapayxég mou MApATNEOUVTAL OTA BPOYXOTTVEUMOVIKA
amoAlpata €xel evoxomolnBei n maboloyikn ékgpacn Twv yovidiwv tng onuatodo-
TIKAC 0600 Homeobox.?

Bpoyxoyevn¢ KUotn

Ot Bpoyxoyeveic KUOTEIG gival HOVAPEIG LOVOXWPOL KUOTIKEG SOUEG TTOU TTEPLE-
Xouv uypd 1 PAévvn Kal ouvNBWG SeV EMIKOIVWVOULV LE TOV agpaywyod. To Toixwud
TOouG MPooouoldlel Pe eKeivo Twv Bpoyxwy, Kal KaAumtetal amd PeudomollvoTolfio
KUAVOPIKO KPOOOWTO eMBNAAIO e KAAUKOELSH KUTTAPQA, UTTOKEIUEVO CUVSETIKO 10TO,
urtoBAevvoyovioug adévec, ayyeia kal Aeieg HUIKEC ivec. H Umapén xovopivwv mAakwv
amotelel mpolndOeon nmpokelpévou va teBei n Sidyvwon (kat va Slapopodlayvwobei
amo Tov avadimAaclacud Tou oloo@ayou). QGTd00, UTIAPXEL EMIKAAUYN UE AANEG OL-
auapTieg Tou aviikouv otnv opdda Twv avadimiaclaopwy Tou apxevtépou (foregut
duplications).??*3> Ot Bpoyxoyeveic KUOTEIC oUVNBWCE avixveLovTal 0TO PEGOBWPAKIO,
OANG YTopEl va cuvavTwvTal OTIG TTUAEG 1] EVOOTTIAPEYXUMATIKA GTOV TIVEUOVA KABWE
Kal o€ TAE(0TEG ANNEG B€OEIC akpLd aTto Toug BpoyXoug, akoun Kat €€w amo 1o Bwpa-
ka. Oplopévol maBoloyoavatodpol Ti¢ katataooouv otn ZKAA tomou-,'82" dpwc dAlol
Slapwvouv.>? Ynidpyxouv oplopéva melpapatikd dedopéva mou unootnpifouv 611 n
maBoloyikn ékppaon Twv YoviSiwv Tou eAéyxouv Tn onuatodotikr 086 Tou Shh-Gli
mBavd dtadpapatifel KATTOIO PONO OTNV EKPPACN TWV BPOYXOTIVEULOVIKWY, YOOTPE-
VTEPIKWV Kal AAwV cuvagwv SucTAacIwV (aTpNnoia olooPayou, BPOoYXOTVEULOVIKO
QTTOAUA, NUICTIOVOUAOL AUXEVIKNC Hoipag oTovOUAIKAC OTHANC). %3¢
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JUYYEVAG TPAXEIOHAAAKUVON — BPOYXOHAAdKUVON

H auvénuévn evevdototnTa Twv SOUIKWY OTOLXEIWVY TOU TOLXWHATOC TNG TPAXEI-
ag (meplocdTEPO «AVOLKTO» XOVOPIvol SAKTUALOL, avTi TOU QUGIOAOYIKOU OXAUATOG
«C», he eupUL omioBI10 PUO-ENAOTIKO TOlXWHA) Kal eVioTe TwV Bpoyxwv odnyei o€ €0-
KoAn oUYKAnon Tou agpaywyou, n omoia ovopddletal Tpaxelo(Bpoyxo) tardkuvon.
ZuvnBw¢ KaTnyoploToLEiTal o€ ouyyevn fj MpwTtomadn Kal emiktnTn 1} deutEpomna-
On. Exouv kataypagei mepiocotepa amod 30 SlagopeTikd aitia mpwtomabolg Tpa-
xelofpoyxopaidkuvong. H cuvnBéotepn ouvundpyouca ouyyevig StapapTia gival
TO TPAXELIO-0L0OPAYIKO GUpiyYlo. Exel Bpebei 6TL o€ 75% Twv MAOOAOYOAVATOUIKWY
napackevaopdtwv AO/TOZ umdpxel dlebpuvon TOU AVOIyUATOG TWV XOVOPIVWY
Saktuliwv pe ouyxpovn Sielpuvon tng omicBiag pepPpavwdoug poipag tng Tpa-
xelag. Oewpeital 011 n Tpaxelopaldkuvon oe mepintwoel AO/TOZ ogeiletal o€ Si-
atapayn NG d1aipecng ToU APXEVTEPOU OE TPAXEID Kal 0100PAYO KATA TNV UPpu-
oyéveon. AuTh €XEl WG ATTOTEAECUA TNV TIPOCANYN aTo TNV Tpaxeia umepBoAIKAG
moodTNTAC EAACTIKOU (N XOvOpivou) 10Tou. Yoot piletal MANOTA OTL N CUYYEVNC
Tpaxelopalakuvon (xwpic AO/TOY) amotelei mapaliayr tou ilou eupuoyeveTt-
KOU HNXaviopoU Xwpic, 0pwe, Tn Snuioupyia cuptyyiou kabBwc ta maboloyoavato-
MIKA Kal BpoyXOOKOTIKA XAPAKTNPIOTIKA TNG Tpaxeiag eival mapodpola kal otig Svo
MEPIMTWOELG.738

Katd tn @uolohoyikry euppuoyéveon tng Tpaxeiag mapatnpeital meplodikdTn-
TA 0TO OXNMUATIOUO TwV XOVOPIVWV SAKTUAIWY TTOU eKTopeVovVTaAl Ammd TO KOIALOKO
Meoéyxuua, evw Slatnpeital n cuvéxela TG SOUAE TOU TPAXEIAKOU Agiou HUOG TTOU
mpoépyeTal amd to paylaio pecéyxuua. H doun autn e€acealilel T otabepdnta
NG YEWUETPIAC TWV HEYAAUTEPWY AEPAYWYWV KAl ETTOUEVWE ATTPOCKOTITH AVATTVON.
Me melpapatikéc pebodoug oe movtikia Seixbnke mpdo@aATa OTL N CUVTOVIOUEVN
EVEPYOTIOINON KAl QTIEVEPYOTIOINON TOU AUENTIKOU HECEYXUHATIKOU TTapdyovTta
Fgf10 kat Tou Shh, pe docoefapTwpevo Pnxaviopo, emtuyxdvel akpifiy mpotTuma
07O XWPOo/Xpovo, e§ac@alifoviag Tnv avatopikn meplodikoTNTa Twv Xovdpvwy da-
KTUAWV.>? Ao tnv dAAN pepld, €xel SeixBei 6t n mpwteivn Tmem16a —pérog TG
olkoyévelag Tmem16 mou aveupioKeTal o€ HEYANO €VPOC TOU PACUATOC TNG PUAO-
YEVETIKNG aAuaidag, emiong yvwotr oav DOG1 i} TAOS2- ekgpdaletal oto embnAlo
TNG AVATITUOOOUEVNG TPAXEIOG KAl 0TOV EUBPUTKO TPAXEIOKO V. TEVETIKA TPOTTOTIOL-
nuéva movtikia mou dev ekppdlouv TV Tmem16a mapouctdfouv ACUVEXELEC TWV
XOvOpIvwy Tpaxelakwy SAKTUANIWVY Kal Tou Tpaxelakol puoc.* Kabwg n Tmem16a
Oev ekppdletal 0To XovOpOoYyeVeTIKO PeTéyxupa KaB’ OAn tn Sidpkela TnG euPpuoyé-
VEONC, CLVAYETAL OTL N TPAXEIOMAAAKUVON HANNOV o@eileTal og TABOAOYIKN EMTEKTA-
on ToU TpaxelakoL emBONAiou Kal Tou TPAXEIOKOU HUOC. H eméktaon autrh gaivetal
OTL TTPOKAAE( TNV TTAPEKTOTTION TWV KOIAAKWY XOVOPOKUTTAPWY H TN METABOAR TOUG
O€ N XOVOPOYEVETIKA KUTTAPA, PE ATTOTEAECUA TNV £KPPACHN KAWVIKNG EIKOVAG TPA-
XElOPaAAKuvong.*
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Juyyevég AoBwdeg ppuonua

O 6poc¢ XAE xpnoipomoleital yia va meptypdypel éva SlateTapévo umepdiavyaoTiko
AoB6 Tou mveupova (cuvABWC aploTEPO Avw, HECO, 1 e€1d dvw) oTnNV aTAN aKTIVO-
ypagia Bwpaka. TIC TEPICCOTEPEC POPEC TIPOKELTAL YIA EVIUTIWOIAKA SIATETAUEVEC
OANG QUOCIONOYIKEG O aplOUO KUPENIDEG, yI' aUTO Kal OUXVA TTIPOTIHATAL O OPOG «CUY-
Yevic Aowdnc urepdidtacn tou nvetpovar. H katd oAl cuvnBéoTtepn auTr) Hop®n
Slakpivetal maBoloyoavaTtopikd amd Tov omavio «moAUKUYPENSIKO Aof3o», o omoiog
mapouctalel avénon Tou aplBol Twv KUYPEANISWY Kal KATATACCETAL OTIC TIVEUMOVI-
KEC umrepmAaoiec.® Emopévwg, n otiakn umepdiataon @aivetal 0Tl cuviotd Seutepo-
YEVEC PaIVOLIEVO, TTOU €ival amoTéEAETUA SUVAMIKNC evOOo- 1 e§W-AUAIKAC amoppaéng
agpaywyou (cuvrBwg Aofaiou Bpoyxou). Mo cuyyekpipéva, Ta aitia meptAappdvouv
™ Bpoyxopalakuvon (gival 1o cuvnBéoTtepo), TNV e§wyevr] SuUpTiEoN amd AYYEIOKES
Sopéc (ayyelakdg SakTUAIOG), TN Bpoyxoyevh KUOTN KaBwE Kal Ta Slagpayudtia A Tig
TITUXWOELC TOU BAevvoydvou Tou auloU Kal TIG PeTapAeyuovwdelc BAaBeC Tou agpa-
ywyoU. MNavtwc, og TOMEC TEPIMTWOELS TO diTio gival aduvato va mpodloploBei. >332

Emikpion

Mpwv amo pia mepimou Sekaetia, TNV «EKKANGCT» TOU yia Slauyry OKEYN Kal oagn
ovopatoBeaia, o Andy Bush, mpdTelve TEGOEPIC «APXEC» YIA TNV KATNYOPLOTIOINGN TWV
ouyyevwy dlapaptiwy Tou veupova:! (a) Na meptypdgovral ta euprjpata tng BAAPNS
XWPIG evtplPnon oe uPpuoyeveTikég Bewpieg, apol apyd r ypriyopa auTtég «avap-
@iBola Ba amodelxBouv AavBacuéves». (B) Na xpnolpomoleital anif YAwooda yila thv
meptypaen Twv BAafwv. (y) Na mpooeyyifovtal pe cUOTNUATIKO TPOTIO O TIVEVOVAC
Kal Ta dAa 6pyava mou givat mbavo va oxetiovtatl pe Tn dtapaptia (kabwg cuxva
uTTdpxouv Kal AAAeC Suomhaciec mou pmopei va ayvonBoulv edv Sev avalntnBouv
TMPOOEKTIKA). (8) Na yivetal Slaxwplopdc TG KAVIKAG amo tnv maboAoyoavatouiKn
TEPLYPAPT], APOU O KAIVIKOC QAIVOTUTIOC (T1.X. TTOAUKUOTIKN pAla) pumopei va o@eile-
Tal o€ Molkihec maBoloyikég Siepyaciec. MAAIOTA, 0TNV MPOTAGCK TOU O CUYYPAQEQC
ETIXEIPNOE VEéa ovouaToBeaia yia Tig ouyyeveic Slapaptie. ZApepa, gival pavepd OTL
n mpotabeica T0TE ovopatoloyia Sev €yve euputepa amodektr. QoTdoO0, TaPdA TN
YVWON TIoU €XEl CUCOWPEVBEL ATTO TN YEVIKELUEVN XPHON TOU TIPOYEVVNTIKOU UTIEPN-
XOYPAPHHATOC KAl TIG ONMAVTIKEG e€ENIEEIC 0TOUC YOVISIAKOUG Kal LOPLAKOUG UNXa-
VIGHOUC TNG EPPPUOYEVECNC TOU PUGCIOAOYIKOU, KUPIWC, TTVEURIOVA, Ol TIPOTACEIC TOU
ouyypa@éa Slatnpouly TNV MKaAlPOTNTA Touc. ATté TNV AAN pePLd, n dlatrpnon Twv
onuatodoTikWv 0dwv TNC EPPpPLOYEVESNC TOU TIVEDIOVA O EUPUTATO PACHA TNE PU-
AoyeveTikn¢ aAuacidag mpoodidel 1dlaitepn onuacia oTa EVPAUATA TTOU TIPOEPXOVTAL
amo TNV épeuva Twv melpapatolwwy Kat Sikatoloyei Tnv atclodoia yia katavénon
TWV 08wV autwv Kal otov avBpwro. O «BaupacTtég KavoUupylog KOOHOG» TNG YEVETI-
K C/MOPLAKNAC EPUNVEING TNG EUPPUOYEVECNC TWV CUYYEVWY SlAApTIWV PMOALG apXilel
va olkodopeital.
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lMpoysvvntikn diayvwon ovyysvwy
AvVWUAaAIWVY TOU AQVATTVEUOTIKOU

XpuodvOn E. XAamouTdkn

Ot ouyyeveic avwpaliec Tou Bwpaka GUVICTOUV CTIAVIEC OVTOTNTEC, TIEPITTOU TO
5-18,7% Tou GUVOAOU TWV CUYYEVWV avwHoAIwV.! To @Aca TOUC EKTEIVETAL ATTd UIKPOU
MEYEOOULC ACUUMTWUATIKEC BAAPBEC, £WC EVMEYEDEIC XWPOKATAKTNTIKEC EEEPYATIEC, OL
OTIOIEC UMmOpE va gival ameAnTIKES yia TN (wrj Kal amaitolv dpeon mapéupaocn HeTa
™n yévvnon.

Mmopouv va ipoadalouv Ti¢ Sopég Tou TipoépxovTal EPPBPuoloyIKd amd To TTPO-
06010 apxEYOVOo EVTEPO, TO TIVEUUOVIKO TTAPEYXUMA, TOUG Bpoyxoug KaBwg Kal Tnv
TIVEUUOVIKNA ayyeiwon.

Mpokelpévou va avalubei n euon Kal va aveupeBei N TTPOEAEUON TWV GUYYEVWV
AVWHOALWY, €ival ONPAVTIKN N CUCTNMATIKA KAl AETITOPEPNG EMOKOTINON OAWV TWV
Sopwv Tou Bwpaka.

MEOOAOI AIATNQZHX KAI TAPAKOAOYOHZHX

H didyvwon kal mapakoAouBnon Twv cuyyevwy avwaAiwy Tou Bwpaka Katd TNV
evbountplo {wn yivetal umEPNXoyPaAPIKA KaBWG TO UTTEPNXOYPAPNUA TTAPAUEVEL N
e€€taon emAoync. ZTIG TIEPUTTWOELG TIOU TO uTtEpN)oypA@nua Sev gival mrjpwg Sla-
YVWOTIKO XPNOIUOTTOLEITAL N HAYVNTIKE Topoypa®ia Tou epfplou, n omoia gival TAéov
pia Siebvwc avayvwplopévn cuunAnpwpatiki pébodoc.

MeplopIopoi TOU UTTEPNXOYPAPHLATOC YIA TNV TIPOYEVVNTIKA SIAYVWON TwV CUYYEVWY
AVWHUOALWY TOU avamnveuoTikoU gival ol akdhouBol:23

- H d0okoAn amelkévion g Ttpaxeiag, kabwg kat n dSuckoAia eviomopou BAARNG o

'AlayvwoTiké kat Emeufatikd Turjua Maidoaktivoroyiac Noookoueiou IAXQ MAIAQN
2P.H. Hépital A. Trousseau, Paris, France
3Chef de Clinique CHUV, Lausanne, Suisse

AMnloypaegia: XpuodvOn XAamoutdkn, schlapoutaki@yahoo.com
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oxéon pe tnv tpaxeia (Ewkéva 1)

- Mapdpota nxoyévela mvelpova Kal evOOKOIMAKWY opydavwy, 186iwg Tou AMATOG
(Eikéva 2)

- AUOYEPNG EKTINON TOU GUVOAIKOU TIVEUOVIKOU OGYKOU

- Auokohia evtomiopoU BAaBwv Tou omicBlou pecobwpakiou

- Auoxepr¢ amelkdvion Tou mpocBiou opiou TNE oTTOVOUNIKAS OTAANG KAl TOU VWTIAiou
OwAnva.

S T0 TTAEOVEKTAMATA WOTOOO TNG UTTEPNXOYPAPIKAG peBOSou cupmepihapBdvovtaln

AVOAUTIKOTEPN ATTEIKOVION TOU BUHOU Kal  SUVAIKN ATTEIKOVION TWV TIVEUUOVIKWV
ayyeiwv.

H payvnTIKr TOpHoypa@ia Twv TVEUUOVWY TTAPEXEL AVOAUTIKOTEPN ATTEIKOVION TWV
avaTtopikwy dopwv Tou Bwpaka oe Tpia emimeda, KABWC Kal eVKPIVA SIAXWPICUO TWV
opiwv PeTaV Twv MVeELUOVWY, TNC TPAXEIOC KAl TV BPOYXWY, TOU 0lGOPAYOU, TOU
OTOMAXOU Kal Tou evtePIKOU cwhnva (Eikéva 3).

EMBPYOAOTIA

To KATWTEPO avanveuoTiko cloTtnpa apxilel va avamtiooetal vwpic, Adn amd tnv 4n
£BOouada, amod TNV EMUNAKN AAPUYYOTPOXELOKH AUAOKA OTO £80¢POG TOU TIPWTOYEVOUG PA-
puyya (Eikova 4). Tnv 5" efEopdda 0 AapuyyoTpaxelakdg cwAnvag Slalpeital 0To AKPo Tou
oe Vo BpoyxomveupovikeG KataBolég. H aplotepry umodiaipeital og SUo kat n Se€1d o€ TpeIg
KataolEg, kat amo autég Ba avamtuxBouv ot Aof3oi Tou TTvelIova GTOV WPILI0 OPYAVIGHO.

H S1dm\aon tou niveupova pmopei va Siaipedei og 5 Baoika otddia (Eikova 5):

- To guPpuovikd, ou gugaviletal Tig mMPwTeS 7 €RSOPAdEC PETA TNV Yovipomoinon.
Ot niveupoveg epgavifovtal Tnv 26n nUépa NG KUNoNC.

- To Yeuboadevikd, péxprttn 17" gfdopada. O avantuooduevog velpovag Uotddel
pe evdokpivi adéva. Katda tn Siapkela tng meptodou S1apop@WVETAL TO AEPOPOPO
ovuoTtnua.

EIKONA 1. AUokoAn amelkdvion TG Tpaxeiag  EIKONA 2. Mapdpola nxoyévela velpova Kat
UTTEPNXOYPAPIKA €VOOKOIMOKWY opyavwy, I8iw¢ Le To ATap
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EIKONA 3. AvaAuTiKOTEPN EIKONA 4. To KOTWTEPO AVATVEUOTIKO OUOTNHA
QATTEIKOVIOT aVATOUIKWVY S0- apxiCel va avantuooetal vwpic Tnv 4n efdoudda
pwv Bwpaka armo TNV EMUAKN AAPUYYOTPAXEIOKT) AUAOKA OTO

£60p0o¢ TOL TPWTOYEVOUS PAPULYYA.

- To owAnvwdeg, and tn 17" -25" eBdouada, mou xapaktnpiletal amod tn didmiaon
TwV Bpoyxtohiwv Kat Twv KUPeASIKWVY mépwv. Qptpdlel n ayyeiwan Tou velpova.

- Twv TeAikwv odkwy, and Tnv 26" efSoudda péxpt tn yévvnon. Ot kupehSikoi mopot
ToUu TTponyoupevou otadiou oxnuatiCouv abpoiopata amd oAU AemToUg TEAIKOUG
OAKOUC, TIC KUPENIEC.

- To KUPeAIBIKG, TTOU eKTEIVETAL ATIO TN Yévvnon €wg Ta 7-8 £€Tn Kal XapakTnpiletal
amoé TNV MAAPN avantuén Twv TVEUUOVIKWV KUPEAISwV.

SYTTENEIZ ANQOMAAIEX

Ot ouvnBéoTtepeg ouyyeveic Slapapieg TWV IVEVOVWY €ival Ol KUOTIKEG adeVWa-
toeldei¢ duomhaaieg (CCAM), n ouyyevig Sla@paypaTokiAn, To BPOYXOTTVEUUOVIKO
améAupa, o cuyyevhnc LdPOBWPAKAC KAl TO CLUYYEVEC AoBWAEC eppLoNUa.

AlyOTEPO CUXVEG OVTOTNTECG ATTOTEAOUV: N CUYYEVIG ATTOPPAEN TWV AVWTEPWY OE-
paywywv (CHAOS), n ouyyevnc Bpoyxoyevii¢ KUOTN, N atpnaia Bpoyxou, N TVEULOVIKH
apTNPEIOPAERWANC EMIKOVWVIA, N CUYYEVIC TIVEUROVIKA AEUPAYYEIEKTATIA, N TTVEVRO-
VIKA uTToTTAaoia- am\acia, TO TEPATWUA KAl TO Agp@ayyeiwpa Tou pecobwpakiou.?*>

JUYYEVAG KUOTIKN adsvwpatosldng duomiacia

ATIOTEAEL TN CUXVOTEPN CUYYEVH avwHAAia TTou SlaylyVWOoKETaAl TTPOYEVVNTIKA. 2>
AnapTilel To 30-40% Tou CUVOAOU TWV CUYYEVWVY aVWUAAWY Tou Bwpaka. Emeldr emikol-
VWVE[ oUXVA LE TO PUOIOAOYIKO TpaxeloBpoyXikod SEvTpo, n BAAPN pmopei va TepiExel TOOO
KUOTIKA 600 Kal GUUTIAYK OTOIXElD, 0dNywVTag 0 SLAPOPETIKEG ATIEIKOVIOTIKEG EKPAVOELC.
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4-5n efdopada

EUPBpuovikd EGG 16 dopddec
5-17n eBSopada

PeudoadevIKoO (‘{'\D) 19 efbouddeg
16-25n eBSouada =

AL 28 e6opadeq

24-40n €Bdoudda
TEAMKWV OAKWV

yévvnon
4-5n efdopada
KuPeMSIKO

EIKONA 5. H Sidmhaon tou nveupova Siaipeital o€ 5 otddia

H payvntikr Topoypagia pumopei va Fon0roel éxt Lovo oto xapaktnplopo tng CCAM
OANA Kal TNV eKTiunon TNG e€EAIENC TOU UTTOAOITIOU TIVEUOVIKOU TTAPEYXUATOC. BAoel
TWV IOTOAOYIKWY XOPAKTAPWVY Kal Tou peyéBoug toug, ot CCAM katatdooovtal o€ TPELG
Kupiwc i1oTomaBoloyikoug TUTToUC:

TOmou I: AmoteAeital amé pia 1 meplocdTEPEC KUOTEIC eyANoU peyEBou¢ (Slapétpou
3-10 cm), ol omoieg pmopei va mepiBarlovtal and IKPOTEPES KAl TTAPEKTOTIIOEVO
(PUCLONOYIKO TTAPEYXUHAL.

Turou Il: Amote)eital amd KUOTEIC MIKPOTEPOU peyéBouc (0,5-2 cm) ol omoieg KAAU-
nitovtal amd KuPoeldég emONALOo Kat UTTOCTPWHIA IVOLUIKOU XITWVA.

TOmou lll: Ammoteleital amod HIKPOKUGOTELG, OMOLIOYEVOUC LOP@POAOYIaC Kal PeyEBoug
10 omoio cuvriBw¢ dev Eemepvd Ta 2 mm o€ SIAUETPO.

Ta amelkovioTIKA euprpaTa e£0PTWVTAL ATTO TOV IOTOAOYIKO UTTOTUTIO.

O1CCAM tUmou | ameikoviCovTal WG HOVOXWPEG 1 TTOAUXWPEC PAKPOKUOTELS (EtkOva
6). Ot CCAM tUmou Il dev €xouv TUTTIKA ATIEIKOVIOTIKA XOPOAKTNPIOTIKA, EVW TA ATTEL-
KOVIOTIKA eupripata eapTwvtal amd To TOCOOTO CUUTTAYWY KAl KUCTIKWY OTOIXEIWV
(Eikova 7). Ottumou Il ameikoviovtal we TEPIOXEC AUENUEVNG NXOYEVELAG UTTEPNXOYPA-
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EIKONA 6. ZuyyeVii¢ KUOTIKN adevwpatosldng duomiacia mvelpova tomou |, 30" efdoudda
Kunong

QIKA Kal au€npévng TUKVOTNTAC OTIC aKoAouBieg TpooavatoAlouoU T2 6T HayvNTIKN
Topoypagia (Eikéva 8). O1 meploxég autég Sivouv tnv eviumwon cupmayoug BAABNS N
oroia mepIBANNeTAL ATTO PUOIOAOYIKO TIAPEYXUMA.

H Baoikn dlagopikn diayvwon tibstal avapeca otic CCAM tumou | kat Tig Bpoyyo-
YEVei¢ KUoTELG, KaBw¢ kat avdpeoa otic CCAM tumou I kat To mveupovikéd amoAupa.

Mapd 10 yeyovog 6L ot BPoyxXoyeVeiG KUOTELG avantuooovTal GUVABWGE OTIG TTEPIOXEC
YUpw amd 1o Sixaoud tnG Tpaxeiag, og 15% Twv mepIMTWOoEwyY Umopei va evtomifovtal
evdomapeyXUHATIKA SnUoupywvTtag StapopodlayvwoTiko PO BANa PoyevvnTIKA. 16

H Stapopodidyvwon peta&u CCAM tumou | kat amoAupatog facietal oTny ekTipnon

EIKONA 7. Zuyyevn KuoTikh adevwpatosidrc duomhacia mveupova tomou I, 26" Bdoudda
Kunong
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LL=497 W=2hh

EIKONA 8. Xuyyevii¢ KuoTIKr adevwpatosldric Suomiacia mveupova tumou lll, 25" efdoudda
Kunong

NG ayyeiwong, agou n ayysiwon tng CCAM yivetal HECW TWV TIVEVUOVIKWVY APTNPLIWV
Kal AEBwv o€ avtiBeon pe To amdAupa o ayyelwveTal ameuBeiag pe kKAAdo amo tnv
Katiouoa aopTH.
Auopevr TPOYVWOTIKO apdyovta amoteAei n cuvumapén euBpuikol L&pwma.'>1°
> & TOANEC TTEPUMTTWOELG N PAAPN pelwveTal o€ péyeBoc KaTd To 3° TpiuNVo Kal To
HECOBWPAKIO EMOTPEPEL OTN GUCIOAOYIKA TOU Béon.

Mveupoviké andAvpa

To amoAupa mepiéxel TABOAOYIKO TIVEULIOVIKO 10T 0 OTI0I0¢ OEV ETIKOIVWVEI UE TO
TPAXEIOPBPOYXIKO SEVTPO KAl AIHATWVETAL aTTEVOEIAC AT TN CUCTNUATIKA KUKAOQOpIa.
Ogeiletal otn dnuiovpyia plag emmiéov BPOoyXOTVEUHOVIKAG KATABOARG KOINOKA TOU
TTPOCOI0U APXEYOVOU EVTEPOU.

Ta amoAupata pmopei va eival site evbolofaia (evdomveupovikd) eite e€wlofaia
(e€wmveupovikd) (Eikéva 9).

0 evboloBaiog TuToC €ival o cuvnBéoTePOC (75%) Kal TTIEPIKAEIETAL O OTTAAXVIKO
uneCwkota.'

0 e€wAoPaioc TOMOC umopei va Bpioketal AvwBev i kKAtwBev Tou dlagpdyuatog Kal
mepIPANeTaL amo EexwploTo TEPIoTAAX VIO uTTE(WKOTA. MOVo To e€wAofaio amdAupa
Bewpeital apywc ocuyyevolg artoloyiag.'®

Kai o1 U0 TUTmol1 cUVAVTWVTAL CUXVOTEPA OTOUC KATW AofB0UC, UE CUXVOTEPN EVTO-
TMoN oToV aAploTePO KATW Aofo.

AnelkovioTikd n BAAPN avTioTtolxei oe cupmayr, KAAG TTEPLYEYPAUUEVN TIEPLOXN
auENUEVNG NXOYEVELOG UTTEPNXOYPAPIKA, KAl EVTACEWC OHUATOG OTIG aKOAOUBiEG TTpo-
oavatoAlopoU T2 otn payvnTikn Topoypagia. H didyvwon Bacifetal otnv avayvwpion
TNG CUCTNMATIKNAG ALUATWONG UTTEPNXOYPAPLKA.
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X.E. XAamoutdkn

YV nepintwon e§whofaiou T0-
1ou n S1aQopIKn S1AyvVwWaon TIEPIEXEL
TO OUYYEVEC vEUPOPBAAOTWA KAL TNV
alpgoppayia Tou emveppidiou.

Ta e€wAoPaia mveupovika amo-
Aopata epgavifovral cuvribwe oTto
2° Tpipnvo w¢ oupmayeic PAdReg, ou-
vnBéoTEPA TOU APIOTEPOU TIVEUIOVQ,
£V Ta veupoBAlaoctwuata epgavifo-

VTaL ApYOTEPQ, KATA TO 3° TPINVO TNG
EYKUHOOUVNG Kal £X0UV OUXVOTEPN
6e€la evtoémon ().”°

Ap@oTEPOL OL TUTTO TWV TIVEUUO-
VIKWV aMMOAUMATWY UITOPEL va OXe-
TiCovtal pe udpdpvio Kal EUPPUIKS LOPWTTA AOYW TWV TIEECTIKWY YAIVOUEVWY OTOV
0100(pAyo, Kabwg kat TG Suoxepoug AEPIKAG EMavVaPopag.?®

Qotooo, meplypd@ovTal TTEPIMTTWOEIC ATTOAUUATWY TTOU UTTOOTPEPOUV auTdaTa
KOTA TNV KUNON, VW JETA TN YEVVNON UMTOPEL va €ival ATTOAUTWE ACUUMTTWHATIKA HEXPL
va Yivouv aitio veupoviKig Aoipwéng n e€alhaynic.'>’

.

EIKONA 9. TUTTOl TIVEUIOVIKOU ATTOAUATOG

Juyyevig Sia@paypatokiin

OpeiheTal o€ ENNEIUUA TOU JUIKOU XITWVA TWV SlappayHaTtwy Le ouvodn eloxwpnon
€VOOKOINOKWY SOUWV eVTOC Tou Bwpakikol KAwPoU, odnywvTag o UTTOTAAGIA TOU
mveupova.” 16

.

EIKONA 10. lNveupoviko anmdlupa, 26" efdoudda kinong
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To 92% Twv cuyyeVWV SlappayuaTo-
KnAwv o@eilovtal og omioBia kat mAdyta
eN\eippata, 1o 97% Twv omoiwv gival
eTepOMAUpa Kal To 80% evtom{opevo
070 aploTEPS NUIBwEAKIo.” AlakpivovTal
S0o popyéc:

1. Hmpwiun, Katd TNV omoia Ta KONAKA
opyava avamntuooovtal evbobwpa-
KIKG

2. Hoéyiun, mou spgaviletal apyotepa
oTNnV KUnon pe Seutepomadry UeTaki-
VNoN TWV KOIAMOKWVY 0pYAvVWY TIPOG
To NUIBwpEAKLO.*017

To meplexdpevo TG KAANG umopei va
gival évtepo, TUAPA TOU CTOPAXOU Kal
TOU ATTATOC | GUVOUACUOC TWV AVWTEPW
(Elxkova 11).7-16

‘Oco vwpitepa cupPei n petakivnon
TWV OTTAAXVWV EVTOC Tou Bwpaka, TOoo
MeyahUTEPN gival n MBavoTNTa va TIPOKAAECEL UTTOTTAOCIA TOU GUGTOLXOU MVEUOVA,
XWPIC woTdo0 va amokAgieTal N TTPOGBOA TOU ETEPOTTAEUPOU TIVEUOVA, KUPIWG AOYW
NG LETATOTMIONG TOU PECOOWPAKIOU KAl TWV TIIECTIKWY QAIVOUEVWV."

Kakoi mpoyvwoTikoi mapdyovtec Bewpolvtal n mpwipn didyvwon, mptv Tnv 25n
gBdoudda kunong, N Heyain otpo@r Tou pecobwpakiou, N cuvumapén onUAvVTIKOU
[BaBuou unomaciag Tou Mvelova, N evoBwWPAKIKN 640N TOU NITATOC KA TOU GTOUAXOU,
KaBW¢ Kal ot cuVUTIAPXOUTEG ouyYeveig kapdilakég duomaaiec.''®

Ol amelkovioTIKEG uEBodoL Xpnolpevouv otnv MPORAEYN TNG TTVEUUOVIKAG UTTOTIAG-
olag Kal TNG TIVEVHOVIKAG ETTAPKELAG XPNOIHMOTIOIWVTAC OYKOUETPIKEG HeBddouCg Tou
nivebpova. Mpo¢ auth Tnv katevBuvon Ponbad laitepa n amelkdvion PE PayvnTIKN
TOMOYPAQia, TTOU amoTeAE( Kal To povadikd Tpomo aAnBou¢ Kat akpIBoUg OYKOE-
TPNONG TWV TTIVEUUOVWV.'® OL TIPEG TTOU TIPOKUTITOUV OUYKPIVOUEVEG HIE TIIVOKEG TWV
AVAUEVOUEVWY YLa TNV NAIKia TIHWVY. BonBouv otnv mpdyvwaon NS fiwoipdtntac Twv
EUBPLWY PETA TN Yévvnon, HE KaTW@AL emiwong va Bewpeital To 33% Tou CUVOAIKOU
avapevouevou éykou.'®

EIKONA 11. Aldyvwon 6g€lag diagpaypa-
ToKAANG 24" eSouada Kunong

Juyyevi¢ udpoBwpakag — XUAoOBwpakag

O MAEVPITIKEC CUNNOYEC, ETEPOTIAEUPEC I APPOTEPOTIAEUPEC BEWPOUVTAL TTABONOYIKEC
o€ omoladnrmoTe nAikia KUNONG Kat av gp@avicbouv kal urmtodnAwvouv avwuaia Tou
1oouyiou petadl Twv @UAWVY Tou uTTE(WKOTA."'® H cuxvOTNTA TOUC eKTIPdTAL TTEPITTOU
oe 1 avda 15.000 yevvnoelc.
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To KUPLOTEPO aiTIo amoTENEL N oUYKEVTPWON Aéupou (xuhoBwpakac) e€artiag oTévw-
ong f anéepa&ng tou Aeppikol mopou. Ta utdlolma aitia gival cuvriBwe deutepomadn
Kal TTEPIAAUBAvouV yeveTIkd Kal Aolwdn mou odnyouv O YEVIKEUMEVN KATAKPATNON
uypwV Kal ePPpuikd DSpwa.

Otoul\oyég evtomiCovtal TOOO0 UTTEPNXOYPAPIKE, 6GO Kal e TN BoriBela Tng payvn-
TIKNG TOPOYPAQIag, N o1moia, WoTO0O, EMTPETEI KAAUTEPN AVAANUGCT TOU TIEPIEXOUEVOU
avdaloya U To oApa oTIiC akoAouBieg T1 kat T2 kat tnv akpiéotepn Siayvwon.'”1
Mpooépel, miong, TNV avaAUTIKOTEPN amelkévion Twv Souwv Tou Bwpaka yia Tnv
avelpeon ouvodwV AVWUAAIWY TToU gival TTapoUoeC 0To 40% TWV TIEPIMTWOEWY KAl
mepthapdvouv tic CCAM, To amdAupa Kal T ouyyevr dlagpaypatokniin. Mpémnel va
avadnteital Tuxév cuvurntapyxouoa KapdlaKr avwualia, YEVETIKO oUVEpPOUO, OTIWG TO
Down kai Turner, KUGTIKA Aep@ayyeleKTaaia, Kat TEAOC, ouyyevig Aoipwen (Eikova 12).

O mpwtonabric udpobwpakag pmopei va uTooTPEYEL A va eEENXOET O€ YeVIKEUEVO
VSpwra. ZravidTtepa, 6Tav N TTAEUPITIK GUANOY Eival EKTETAMEVN, UTTOPEI v 0ONYHOEL
O€ TIVEUUOVIKA urtomAacia, acOufatn pe tn wn.’

Mpdopata emyelpouvTal EVOOUNTPIEC BWPAKOKEVTNOEIG OTIG TTEPITTWOELG EKTETA-
HEVNC TTAELPITIKAC CUANOYNG TToL cuvoSelovTal ammd TAPEKTOTMION Tou PecoBwpakiouv.”

JUYYEVIG anmé@paén agpaywywv

‘Otav n andé@paén agopd ToU AVWTEPOUG AEPAYWYOUC AVAPEPOUAOTE OTO OUVOPO-
o ouyyevoUs amdppaéne avwtepou aspaywyou, ywwoto wg CHAOS (Congenital High
Airway Obstruction Syndrome), mou cuvodeUeTal amod Kakn mpoyvwon. Ogeiletal
o€ m\Apn 1} oxeddév mAnRpen anoepadn Twv agpaywywv Kal odnyei oe mayidevon Twv
TIVEUIOVIKWY UYPWV, UTTEPTTAACIA TWV TIVEUOVIKWY KUY eAidwv kat Sidtaon Tng umo-
Keluevng tpaxeiag. 4810

ATTEIKOVIOTIKA KAl I8IWG UTTEPNXOYPAPIKA, UTTOPE( VA NV avadeIKVUETAL TO KWAU LA,
evtunwoladel, woTdoo, N MAPOUCIA EKTETAUEVNC AOKNTIKAG KAl TTAEUPITIKNG GUANOYNC.

EIKONA 12. Juyyevn¢ TTAEUPITIKI) CUA\OYH, UTTEPNXOYPAPIKN EIKOVA
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H payvntiki Topoypagia fonddsi otnv
avadelén tng Slatetapévng TPAxEiag Kal g
unrepkeipevng amoepaéng (Eikova 13). Av n
otévwon Bpioketal xapnAotepa 6To UYOG
NG TPAXEIAC, TO TUAKMA TNG TPAXEING AvwBev
NG 0TéVWONG amelkovieTal SIATETAPEVO Kal
ol oTeAeylaiol Bpoyxol HIKPOTEPNG Slapé-
TPOU amnd TNV AVAUEVOUEVN, XWPICG, wOTOCO,
™ ouvunapén AAwv eupnuatwy, epdoov n
otévwon Ogv eival peydlou Babuou.

210 AA\O AKpPO TOU PpAcpaTOC BpioKeTal
n ouyyevric atpnaia 3pdyxou, n omoia cuvo-
Sevetal amd SUCTTAAOTIKEC AANOIWOEIC TOU
TIEPIPEPIKOV TIVEUOVIKOU TTAPEYXUUATOC,

2TNVTIPOYEVVNTIKA ATTEIKOVION N OUYYEVAG
atpnoia Bpoyxou xapakTnpEileTal we TUNUa-
TIKN a0ENON TNC NXOYEVELAS TOU TIVEULOVIKOU
TIAPEYXUUATOC 1} avénon TnG evidoewc on-
MaTtog oTi¢ akoAouBiec mpooavatoAiopol T2
TTAPOOLA e AUTH Tou ouyyevoUc AofBwdoug
EUPUONUATOC, UE TN SlaPopd OTI OTNV TIEPI-
TITWON TNG ATPNOIAC, OPIOUEVEG YOPEC Eival
Sduvatn n evtémion tou atpntou Bpdyxou.’!

Agopd cuvnBw ta Kopugaia kat ori-
o6la TUNUaTa Tou aploTePOL dvw AoPou."”®

EIKONA 13. ZUv8pOp0o CUYYEVOUG aTo-
PpPAéNC avVWTEPOU agpaywyou, YVwoTd
w¢ CHAOS (Congenital High Airway Ob-
struction Syndrome) pe cuyyevr} mhfipn
1 oxedov AR PN and@paén Tou Adpuyya,
Sl16YyKwaon TVEVUOVWY Kal dtdtaon mepl-
(PEPLIKOV TUAMATOG TPOXEIQG.

Ano tn dlagopikn didyvwon npénel va anokigiovtal ot CCAM tomou Il kat Ta amoAu-
pata. O1 BpoyxIkEG aTpNGieg agopolV TUNUATIKOUG 1 AofBaioug Bpdyxoug Kat pmopsi
va €ival TEAEIWC ACUPMTWUATIKEG 0TN Yévvnon (Eikéva 14).192

EIKONA 14. Alayvwon atpnoiag Bpdyxou He payvnTiKn Topoypagia euppuou
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EIKONA 15. Tumikr) 8éon tng Bpoyxoye-
VoUG KUOTNG O€ OX€0N e TouG Bpoyxoug,
KOVTA 0TO SIXaou6 TNG TPAxEiag

X.E. XAamoutdkn

Zuyyeviig Bpoyxoyevric Kbotn

Ogeiletal oe avwpaln Bpoyxomveu-
povikn katafoAr mou &€ cuvdéeTal Pe TO
UTTOAOLTTO TPAXEIOPRPOYXIKO SEVTPO Kal
KATAAAYEL O€ TUPAO AKpPO, TToU AauPdvel
KUOTIKI] HOP®r AOYW TWV EKKPICEWV TOU
avamnveuoTIKoU emBnAiou. Bpioketal, ouvn-
Bwc, Kovtd 0T1o SIXaoud TNG TPAXEIAS, AANG
OTIAVIOTEPA UMOPEL VA EVTOTIOTEL EVTOG TOU
TIVEUHOVIKOU TIAPEYXUHATOC, Tou une{wkota
1 Tou Slagppdyparog.’

O1 TEXVIKEG TPOYEVVNTIKAG ATTEIKOVIONG
BonBouv otnv avaAuTIKn avatopikn Slepev-
VNON KAL TOV ATTOKAEIGUO AANWVY CUYYEVWV
AVWHAALWY UE TTAPOHOLA XOPAKTNPLOTIKY,
onw¢ ot CCAM tUrmov | (Eikova 15).'2

JUYYEVEIG ayYELOKECG KAl AEppayyelaKEG SuoTTAaaoieg

Ot nrveupovikég aptnptopAefuwdelc duomiaoieg xapaktnpifovtal anod ameuBeiag
emMKolvwvia KAAGou | KAASwV TNG TIVEVUOVIKAC apTNEIag PE TIC TIVEUUOVIKEG OAEPEC.
O1 BAAGPec avaloya e To péyebog Toug, SlakpivovTal o HEYANEC KAl EVTOTTIOUEVEG N
TOAMATIAEC IKPOOKOTTIKEG Kal SIA0TIAPTEC. 2T0 60% cupPBaivouv oToug KATw Aofouc.
Ta 2/3 Twv acBevwv éxouv MOAATAEC BAAPBEC.Y KOTIOG TNG TIPOYEVVNTIKIG ATTEIKOVIONG
gival akpIBwWE 0 EVTOTTIOUOC KAl N AVATOMIKN Kataypa@r Twv BAaBwv WOoTeE va pmopei
va TpoBAe@B0oUV Ol CUVETTEIEC OTNV KUKAO(QOPIA KAL TNV AVATIVEUOTIKNA AEITOUPYia PETA

N yévvnon (Eikéva 16).2!

EIKONA 16. [Nveupoviki aptnplo@AeBwdng emkoivwvia 28" doudda kunong
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Ot KAWVIKEG ekONAWOELG TEpINapBAvouV
CUMUTTTWHUATA UTTOKAOTIAG, OTIWG KUAVWOoN,
TaxUTVOoLa KOl AKPOOOTIKO GUONA OTO ONeio
NG EMKOIVWVIaC.

O1 ovyyeveic Asupayyektacis gival oma-
VIOTATEC Kal Pmopei va gival mpwtomabeic iy
SeuTtepomabeic. ATIEIKOVIOTIKA, TIPOYEVVNTIKA
avayvwpilovtal SUOKOAA HE paAyvNTIKNA TO-
poypa@ia, n omoia avadeikviel Sidtaon Twv
evOoMNOBiwy, eplayyelakwy 1 utoUme(wKo-
TIKWV Agp@ayyeiwv He/f xwpig TAEVPITIKA
oulhoyn. H ouyyeviic pop@r ocuvodeletal
ouviRBWC amod avWHAAN TIVEULIOVIKN EMOTPOPN
1 UTTOTTAQCIA TWV APIOTEPWV KOINOTATWY TNG

EIKONA 17.Zuyyevric Aeppayyelektaoia KapSIac22*25Kal o€ UEYEAO TTOOOOTS £XEL KAKN
mivelpova. AldTtacn MVEUUOVIKWY Kal npéyvwon (Ewoéva 17).22%5

UTTOUTTECWKOTIKWY AEUPAYYEIWY

levetikd voorjpata mou oxetifovtal He
ouyyevi Aepayyelektacia givat Ta ouvdpoua
Noonan, Turner, Ehler-Danlos, kaBw¢ kat To cuvépopio Down.

EMIAOIOX

H mpdodo¢ Tng texvohoyiag Kat Idlaitepa n EQapuoyn TG HAYVNTIKNAE TOHoYPa®iag
EUPpLOU £dwoe peyAAn wbnon oTov Topéa TNG MPOoYeVVNTIKA Stayvwaong.

H mpoyevvnTikn Sidyvwon umoAeimetal wotdoo, av §& cCuVUTIAPXEL Kal O cupro-
PEVETAL PE TNV KAIVIKN EKTINON KAl CUMBOUAEUTIKA TTPOYEVVNTIKN TTapépfBaon Tou
€161koU KAWVIKOU ylatpou.

MpwTapXIKOG OTOXOC TNG TTPOYEVVNTIKNAG S1dyvwonc, EMOPEVWCE, Eival TTAVTOTE N
TIPOETOILACLA TWV PEANOVTIKWY YOVEWV AANA Kal TNG OAdaC TWV YIATPWV Yid pia 660
70 Suvatov aocparéotepn umodoxn NG véag (WG
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AvoAsirovpyia empaveiodpaoctikov
apayovta w¢ AmotTéAECUA YEVETIKNG

BAdBn¢

lewpyia NUkTapn

O em@avelodpaoTtikdg mapdayovtag (EAM) eival éva cuumAeya @uwo@oAimdiwy Kal
TPWTEIVWV To omoio cuvtiBetal, dopeital kal amekkpivetal and ta tumou |l kuPehdi-
KA TIVEUOVOKUTTAPA. KAAUTITEL TNV EMIPAVEID TOU AVATIVEUCTIKOU mMBOnAiou Kal gival
AmOAUTWC AmapaitnTog yia TNV EAATTWoN TNG EM@AVEIOKAG TAONG TOU TIVELOVA KAl
TNV amo@uyr CUUTTWONG TWV KUPENISWV.

H mapouacia tou EAM anmodeixbnke anmod tnv Mary Avery to 1959, av kat amd oAU
vwpitepa umipxav evOei€elc yia TNV UMTAPEN oUGIAC TTOU EAATTWVEL TNV EMIPAVEIOKH
TAon otoug nveLpovec.? H avendpkela EAMN mpokaAel To GUVOPOUO AVATIVEUCTIKAG
Suoxépelag (ZAA) oe mpowpa Ppépn. Katd tn Siapkela tng mponyolpevng SekaeTiag,
TMOAVAPIOEC HEAETEC 0ONyNnoav oTnV avixveuon HeETaAAEewY oTa yovidla Kwdiko-
moinong Twv mpwteivwy SP-B kal SP-C tou EAM, kaBw¢ Kal TnG MpwTEivNG METAPOPAC
Ambiwv (ABCA3), ol omoie¢ 0dnyouv o€ Sucheitoupyia Tou EAlM pe amotéheopa Tnv
EUPAVION 0&EWV Kal XPOVIWV TIVEUHOVIKWY Voonudtwy og matdid Kat evnAikoug.>*

SYNOEZH KAI AEITOYPTIATOY EAI

H mveupovik KuPeMSIKA em@dvela KahumteTal amd mAakwdn emOnAiakd KUTTO-
pa (rmveupovokUTtapa Tumou |) kat amd kuPoeldry KUTtapa (MveupovoKUTTapa TUTTOU
1), Ta omoia Bpiokovtal SilaomapTta KATA piKog Tou KUPEAISIKOU emBnAiou. Ot KUPeAI-
O¢&c eival aotaBeic SopEg, yeyovdg TToU OPeileTal KATA HEYANO HEPOC OTNV EMEVOUON
Toug pe Aenrtr) oTtifada uypou (hypophase) otnv omoia avantucoovtal peydheg Suvd-
MELIC EMPAVEIOKAG TAONC, 1I81aiTEPA KATA TNV €KTTVON, KABWC 1N KUPEAISIKY SIAPETPOC

Neoyvoloyikri Movdda, I Maibiatpikri Khivikrj Mavemotnuiouv ABnvav, MIN «ATTikév»
AMnloypagia: lewpyia Noktapn, gniktari@yahoo.com
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ehattwvetal. H auénuévn em@avelokni Taon Pmopei va odnynoel o€ CUUMTWON TWV
KUYPENISWY KATA TNV EKTIVON, YEYOVOC TTOU KaB1oTA TTOAU SUGKOAN TNV €MAVEKTITUEN
TwV KUPeNSwV KaTd tnVv €lomvorn). Tn cOunmtwon Twv KuPeAidwv eumodilel pia oti-
Bada pwopohimdiwv otn diemeavela (interface) aépa-uypou, n omoia pelwvel Spa-
MaTIKA TNV €m@avelakn Tdon, kKabwe n diem@avelakn oTiada cupméleTal Katd TV
ekmvon). H otiBada autr cuviotatat amokAEIoTIKA ano Tov EAM.

O EAN amoteheital amd wo@olmidia (70-80%), mpwteiveg (10%) kal oudétepa
AN, Kupiwg xoAnotepoAn (10%). To 70-80% twv @wogolimbiwv amoteleital and
ewaoatiduloxoAivn (PC). O1 mpwTteiveg KaTd To UIcU amotehouvTal amd Ti¢ oxeTt(o-
peveg pe tov EAM mpwreiveg (surfactant-associated proteins) Tic ubpo@oRec SP-B kal
SP-C kat Tig USPOPINEG SP-A Kat SP- D.5 Movadikd XapaKTnploTIkO TNG oUVOECH G Tou
EAN amotelei n duimaipitoikn PC (DPPC), n omoia og cuvduacouod e Ti¢ mpwteiveg SP-B
Kal SP-C eAaTtwVel TIC SUVALIEIC ETTIPAVEIAKNC TAONC KAl amoTpEMEl TN Snuloupyia aTe-
AeKTaoiag TOU MveLOvVa Katd TNV ekmvor.” Ot mpwTeiveg SP-A Kat SP-D cupETEXOUY
OTOUG UNXAVIOHOUE avoaoiag Tou velpova.®

O EAN ouvtiBetal ota moAupeUPPAVIKA CWHATIA TWV TUTTIOU |l TTVELOVOKUTTAPWY,
Ta omoia gival PEAN urmoopddag AuGOCWHATWY, TTOU AVAPEPOVTAL WE EKKPITIKA Kal Ot-
agopomololvTal HETA&L TNG 24n¢ Kat 34n¢ fdouddag kunong (Eikova 1).° Ta kOpla
CUOTATIKA TWV TTOAUUEUBPAVIKWY CWHATIWY, TA TAcleveEPYd pwapoNTidia, gival opya-
VWUEVA 0g OQIKTA dopnpéveg HepPBpaveg diming otifddag pe Siadikaoia mou e€apta-
Tal Kupiwg amd tnv €01KN yia Tov Tivelpova udpogofn mpwteivn B (SP-B). H SP-B pe-
TapépeTal amod TN ouokeun Golgi ota TOAUUEUBPAVIKA CWUATIA PECW TTOAUKUOTIKWY
owpatiwv. AvtiOeTa, Ta eMPAvEIOSPACTIKA GWOPOATTIdIA peTagEpovTal amd To evdo-
TAQCHATIKO SIKTUO KAl EVOWUATWVOVTAIL OTIC ECWTEPIKEC HEUPBPAVEC TwV TTOAUUEUPBPA-
VIKWV owpaTiwv.’ Nia tn peTapopd Twv Quo@ONMISIwV evTtOg TwV TTOANUPEUBPAVIKWY
owpatiwv Bewpeital urmrebBuvn n cuvdepévn pe ATP pwteivn petagopdg A3 binding
cassette member (ABCA3). H Bloxnuikr ouvBeon Twv MOAUPEURPAVIKWY CWHATIWY &i-
val AyvwoTn, av Kal ta méTala (lamellae) avtimpoowmevouv Katd maca mbavotnTa Ta
Amidia, v To UMKO Tou Tupnva TI¢ MPWTEiveG. O KAVOVIKOG OXNUATIOUOC TWV TTOAU-
MEUBPAVIKWY CWHATWY TTPOUTTODETEL TNV TTAPOUGIA KAl TNV YUCIOAOYIKH AElTOUpYia TwV
MPWTEVWY SP-B kat ABCA3."® H mmpwreivn SP-A €xel evtomoTel ue avoooNOYIKES UEDO-
Soug ota moAupeuBpavikd cwudtia. Opwe, n akpIPr¢ mocodTNTa i N B€on Twv popiwv
TWV MPWTEIVWY Héoa oTa MoAVUEUPpavikd owpdtia Sev gival yvwoTh.

Tn olvBeon akoAouBei n e€wKUTTAPWON KATA TNV omoia, N HEPPPAVN TwWV TTOAUUEU-
BpavikwVv cwUaATIWY EVWVETAL UE TNV KUTTAPOTIAACUATIKN HEPPBpAvN Twv Tumou Il kuttd-
pwv. To TOAUUEUPPAVIKO CWHATIO EICEPXETAL OTOV KUPENSIKO Xwpo. AKOAoUBOEl Taxeia
OEIPA LOPPONOYIKWY UETACKNUATICUWY UE AYVWOTOUG AKOUA UNXAVIOOUG, TTou 08nyei
OTO OXNUATIOUO Hiag €10IKNAG SOUNAG Yia Tov Tvelpova (CwANVoEIdrG HUEAivN), n omoia
OTN OUVEXELD PETATPETETAL O€ [ia TAouola o€ Aimidia otiada mou amwvetal otnv Ku-
PeMSIKA Slemipdvela.' H owAnvoeldnc puehivn sivat aotadbnc poperi EAM kat iowg n A&t
Toupyia TNC eival N emaywyn TNE eloaywyng Twv Amdiwv evtdg Tng KUYeNSIKNC Slemipa-
velaknc oTiBadac. H mpoopdenon mdbiwv kabiotd tov EAMN otabepd (Eikova 2).
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THokopepPpovikd copdatie

Eminvardng

poskivny
R~ Yropion
[uprjvag P 1

EIKONA 1.X0vBeon EAMN

O EAN vegiotatal éva KUKAO ouvBeong, €KKPLoONG Kal emavaypnolpornoinong o
omoio¢ agopd kal Ta dUo Bacikd CUOTATIKA TOU (PWO@OAITidia Kal TPWTEIVEC). ZToV
KatafoAoud Kal TNV Emavayxpnolooinor] Tou onUAvTIKO poAo mailouv n TPWTEivN
SP-A Kat 0 TapAyovTag EVEPYOTTOINONG TWV ATTOIKIWV TWV HaKpo@Aaywv (macrophage
colony stimulating factor, GM-CSF).2

21N ouvBeon tou EAM cupuetéxel kal o Bupeoeldikdg mapdywy petaypapnc 1
(TTF-1), mou kwdikomoleital amd 1o yovidio NKX2.1 kat puBuiel TNV ék@pacn CEIpAg
yoviSiwv avaykaiwv yia Tnv mapaywyn Kat Tn Aseitoupyia tou EAM, cupmnepiiapfavo-
pévwy Twv yovidiwv SFTPB kal SFTPC mmou kwdikomolouv Ti¢ mpwTeiveg SP-B kat SP-C
avTtiototxa."” H ékppaon twv mpwteivwv SP-B, SP-C kat ABCA3 puBpiletal cuvduaoTi-
KA Katd tn S1dpkela TnG OPIUNng KUnong amod tov BupeoeldSikd HETAYPAPIKO TTAPAYO-
vta 1 kat tov mapdyovta forkhead box a2 (FOXA2).'4

Ot mpwteiveg SP-A kal SP-D pmopouUv va 8eopeloouv apKeToUG UTTOSOXEIC 0TOUG
omoiou¢ cupmepiAapBdavovtat ot SP-R210, ot Toll-like umodoxeic (TLR) 2, ot TLR4, ava-
OTOATIKEG puBUIOTIKEC TPWTEIVEG (SIRP) Kat n CD91-calreticulin. H SP-A cuvdéetal ue
TNV SIRP kal avaotéNEL TNV TTapaywyr GAeYHovwdwy pecorafntwv. AvtiBeta, 6tav n
SP-A gival deopeupévn o€ éva maBoydvo 1 0€ KUTTAPIKA UTTOAEIATA, 1) TTAPOMOLA E
KoAayovo mieptoxr mou S1abétel ouvdéeTal pe tnv CD91-calreticulin kal mpokaAegitat
mapaywyn hecorapntwy tng eAeypovnc.'

FENETIKEZ AIATAPAXEX TOY EAN

Ot yeveTikég Slatapayég mou cuvdéovtal pe Tn ouvBeon Kkal Tn Asitoupyia Tou EAM
apopoUV Kupiwg HETAANAEELC 0Ta Yovidia Tou kwdikomolouv Ti¢ mpwteiveg SP-B, SP-C
kat ABCA3 aAAd kat tov GM-CSF, kaBwc kat to yovidio NKX2.1.31

MetaM\daéelc ota yovidia SFTPB, SFTPC, ABCA3 kat NKX2.1 Siatapdocouv tn Ael-
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EIKONA 2. H cuppetoxn Twv mpwteivwv SP-B kat SP-C otn Suvauikn tou EAM katd tn diap-
KELO TOU AVATMVEUOTIKOU KUKAoU. Katd tn Si1dpKela TnG EKMVONG, N avamveuoTiKn Slemea-
Vel avaSimA\wveTal o€ pia TrepimAokn Sour ou dlatnpei tn péylotn mieon. H mpwteivn SP-C
SleukoAUvel TNV avadimwon Tng em@avelodpacTikng Siemeavelag (1), Tnv amoBoln Twv
oupmAeypatwv Nmbiwv/mpwTeiviwv amd tn SIEM@AVELD Kat TTPOAYEL TN SlaocVvOecn TTOMa-
mAwv otpwpdtwy (4). H SP-B otaBepomolei Tn Siempavela (2), mpowbei Tn dnuiovpyia ema-
WV HETAEL TV HEPPPAVWY, 0dNYWVTAC OTO OXNUATIOMS TTOAMATTAWY CUCTOIXIWY HEMPPA-
vng (3). TéAog, kat ot Suo (SP-B kai SP-C) gaivetal va mpowBolv Tnv €icodo (5) Kal Tnv €K VEou
Slacmopd (6) Twv ewo@olimdiwy kKaTw amoé Tn Siemgpavela katd Tn SIdpKela TN EKMTUENG.

Toupyia Twv TUToU Il KUPENISIKWY TTIVEUOVOKUTTAPWV KAl TTPOKAAOUV aVWUAAIEC 0TNV
opoldéotacn Tou EAM. Ol petalhdéeic Twv yovidiwv SFTPB, SFTPC kat ABCA3 guBuvo-
VTAL VIO MIKPO HEPOC TWV TIEPIMTTWOEWY GOBAPAC AVATIVEUOTIKAG AVEMAPKELACG OF VEO-
yvd. O8nyouv G€ MIVEUUOVIKA VOO ATA TTOU GUXVA AAANAOETIKAAUTITOVTAL O€ OTI APO-
PA TA KAIVIKG, TO AKTIVOAOYIKA Kal TTaBoAoyoavatouKd XapaktnptoTtikd (Mivakag 1).416

KAwvikn €1kéva

Otdiatapayéc tou EAM mpoPdAhouv otn Ppe@ikn Kat Tatdikr NAKia pe SU0 HopPEC:

2NV TPWTN, To VEoyvo Tiapouatdlel coapr) AVATTVEUOTIKN QVETTAPKELQ VWPIG UETA TN YEV-
vnon, XPEGeTal pNXavikr uMooTAPIEN TNG AVATTVONG, AVTATOKPIVETAL EAAXIOTA Kall TTAPOSIKA
oTn Xoprynon e€wyevoug EAM, umopei va xpelaoTei e§wowpatikr) o§uydvwon péow pepppa-
vng (extracorpreal membrane oxygenation, ECMO) kai Sev riapoucidlel BeXtiwon peta v 1N
£Bdopada (wric* Mmopei va cuvodeletal and deutepomabry avamtuén TIVEULIOVIKIG UTIEP-
TaoNG, N OToIa AVTATIOKPIVETAIL EPIKWCE OTN Xoprynon Hovagediou Tou alwtou (NO). H akTi-
VOMOYIKH EIKOVA UETAL TNV OKTIVOAOYIKH EIKOVA TOU CUVOPOOU QVATTVEUOTIKIG SUOXEPELDG
TWV TIPOWPWV Kal Xapaktnpidetat amnd didxutn acdgela kat agpofpoyxoypappa. H o&eia kAi-
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MINAKAZ 1.
Avenapkela SP-B Avemdpkeia ABCA3  Awatapayég SP-C NKX2.1
Oécia Xpovia
Juyxvotnta  1:1.000.000 Ayvwotn Ayvwotn Ayvwotn
KAvikn Ofeia otn veoyvi- Ofgia otn  Aldpeon vo- Aldueon véoog  ZAA kal xpovia
€lIKOVa Kr NAia VEOYVIKN  00¢ (Bpe@pikn (Bpe@ikn Kat TIVEUIOVOTTABELa
nAia kat maudikr - maidikn nAikia)
nAia)
KAnpovoul-  YmoAeimopevn YroAetmopevn Emkpatovoa Emkpatovoa
KOTNTA Imopadiki kat  Xmopadikn Kat
KAnpovopoupevn KAnpovopouuevn
Aldyvwon levetikn avdAuon leveTikni avdiuon levetikr avdAluon levetiki avdiuon
Mpdéyvwon  Odvatog otn Odvatoc  MMolkikel MotkiAel MotkiAel, ouvdua-
VEOYVIKA NAkia  0Tn veoyvi- oudG pe umoBu-
KN NAia PEOEISIONO Kal

Xopeia

VIKT) TTPOB0A €ival TUTTIKH| Yia Ta VEOYVA e PETAMAEELG Tou SFTPB 1y tng ABCA3.4™ Mapopola
KAWVIKY) elkdva Exel TapatnenOei o€ kpo aptlBuod veoyvwv e METOMAEELC ota yovidia SFTPC
ko NKX2.1.

H aA\n KAvikA TipooAr cuvodeel peTara&elg Twy yovidiwv SFTPC, ABCA3 kal
NKX2.1 kal xapaktnpiletal amd nmoTepeg EKONAWOELG KAl KAIVIKY TTOPEia TTOU TTOIKi-
Ael. Mmopei va mpodAel oTn veoyvikn NAKKia pe avamveuoTikh SucxEpEla Tou amo-
Sidetal og Mapodikr TaxUMVoLd | O€ GUYYEVH TIVEUHOVIA 1) APYOTEPQ, UETA TN VEOYVI-
Kr] mepiodo, To Bpépoc avantuooel Babuiaia avamveuoTIKN AVETTAPKELD, urToalpia,
QAVETIAPKH TPOCANYN BAPOUC KAl AKTIVOAOYIKN €IKOVA SIAPECNC TTVEUOVOTTIABEIAC. X
OPIOUEVEC TTIEPITITWOELG UTTOPEL va UTTAPXEL I0TOPIKO MPAOPATNG 10YEVOUC Aoipwéng
TOU QVATMVEUGTIKOU 1 XpOVIwV el0po@roswv.*’® Oswpeital mbavr n mapouasia AAN\wv
YEVETIKWV 1 TEPIBAAOVTIKWY MTapaydvTwy mou emnpedlouv TNV KAIVIKA TpoBoAR NG
véoou, ol omoiol Opwg dev €xouv dleukpvioBei. H moikilopop@ia otnv KAVIKN €LKO-
va Og oxetiCeTal he Tov TUTO TNG LETANAENG PE amoTéAECA va PNV gival duvatd va
mPoodloploTei He ao@ANEL N KAWVIKA TTOPEIA Kal N TPOYVWwon Tou acBevouc.3 '

AIATAPAXEX SB-B

H SP-B €ival pia e€aipetikd udpo@ofn mpwteivn, mou amoteleital amd SUo umopo-
vadec e 79 apvoéa n kabe pia. Kwdikomoleital amd yovidio mou Bpioketal oto Ppa-
XU OKENOG TOU XPWHOOWHATOC 2, amoTeleital amd 10 €6via, n peTaypagn Tou pubpi-
Cetal amod tov TTF-1 kat KateuBuvVel TNV TTAPAYWYN HIAg LEYAAUTEPNG TIPO-TIPWTEIVNC,
amo Tnv omoia dnuioupyeital n wpten SP-B mou BpicKeTal GTOUC AVATIVEUOTIKOUG
XWPOUG, HEOW HETA-PETAYPAPIKAG TTPWTEOAUTIKAG EMeEepyaciag mou agopd 1600 To
AMIVIKO 600 Kal To KapPo&uAikd dkpo tnG. H SP-B cuvdéeTal oTevd e Ta QWOPOAITTI-
Sla kal oxnuartifel Tn cwANVApPLaKN HUEAIVN We TNV TTapouaoia Tng SP-A kal aofeoTiou.
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Fevetikn

H kAnpovouikr avendpkela tng SP-B tav n mpwtn yevetikn Siatapayn tou EAM
TToU avayvwpiotnke.'”'® Eival orrdvia (1:1.000.000), KAnpOVOUOUUEVN E AUTOCWHATI-
KO UTTOAEIMOEVO XapaKTthpa. Exouv mpoodilopotei meplocdtepeC amd 40 HETANNAEELG
Tou yovidiou SFTB ol omroie¢ 0dnyouv o€ oAIKN i PEPIKA ENNEIPN TN TTPpwTEIVNC SP-B. H
ouxvoTEPN HETANNAEN eival n“121ins2", n omoia euBUvVeTaAl yia To 70% TWV MEPITTWOE-
WV avemapkelag TG SP-B.3* H ouxvétnta @opeiag tng petdhhaéng sivat 1:1000-3000
070 YeVIKO MAnBuopd. H avendpkela Tn SP-B éxel avalntnBei al\d bev éxel Bpebei ot
MPOwWPA veoyvd nAikiag kunong <30 eBSopddwy pe ZAA.

NaBoyéveon

Ot peTaA\d€elg Tou SFTB €xouv w¢ amoTéAECHA TNV TTAIPN ATTOUGIA 1 ATTWAELA TNG
Aertoupyiag Tng SP-B. Alatapdcoetal emiong n Kavovikry SOUNon Kat PETagopd g
SP-C pe amotéAeopa TV epgavion avwptung SP-C otnv kupeMdIKA empavela.'®

KAwvikn €ikéva

H voooc mpofdiiel pe ofeia, TPooSeUTIKA eMOEIVOULEVN AVATIVEUOTIKH SUOXE-
PELa KaTA TN Yévvnon. Ta KAIVIKA Kal aKTIVOAOYIKA EuprpaTa gival TapduoLa e eKEiva
TWV MPOWPWV VEOYVWV e ZAA*S

JTOV TIVEUMOVIKO 1OTO Kal 0TO BPoyXOKUYEMOIKO EKTTAUMA O AOYOC PWOPOALTTI-
Siwv/mpwteivn givatl avénuévog, n woeatiduloivoottdAn avénuévn kat n PG ghat-
TwHévn. O EANM mmou amopovwveTal amod Toug IVEVOVECG Bpepwv Ue SP-B-avendpkela
€ival Aiydtepo amoTEAECUATIKOC 0TN HEIWON TNG EM@AVEIAKAC TAoNnG.*

O¢pamncia-mopeia vooou

Av kal n umokatdotaon Ue xopnynon e§wyevoug EAIM kal n xopriynon KopTiko-
oTePOoEldWV urmopei va BeATioouv apodIKA TNV KAIVIKN €IKOVa, n vooog odnyei oto
Bavato péxpt Tov 30-60 pnva. H petapodcxevuon nveuova givat oripepa n pévn amo-
TEAEOUATIKN BEPATIEVTIKN EMAOYN.* Ava@EpovTal OTTAVIEC TTIEPITITWOELC MEPIKNG ENAEL-
Yng SP-B og maidid mou €xouv ml ol LETA TN VEOYVIKH TTEPi0S0, aANd Tapouactalouv
ocof3apn xpovia mveupovomndbela otn BPe@Ik NALKia.

AIATAPAXEX SP-C

H SP-C sival emiong e€aipetikd udpoofin 18Ik mpwTeivn mou Bpioketal otov
TIVEUHIOVIKO 1O0TO Kal N Agltoupyia Tng, Omwce Kat TnG SP-B ouviotatal otnv evioxuon
¢ IKavoTtntag Tou EAMM va eAaTTwVEL TNV EM@AVELOKH TAOT. ATtoteeital amd 35 apt-
vogéa kal kwdikomoleital amé éva yovidio, (to SFTPC) mou pioketal 0To XpwHOowHa
8 kal 1o omoio kaBopilel Tng cuvOeon TnG pro-SP-C, piag mpo-mpwteivng e 191 n 197
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apIvo&éa. MeTa-HETAPPAOCTIKEG TPOTIOTIOINOEL 0dNyoUV 0Tn SnUloupyia TG WELUNG
SP-C3

Fevetikn

H mpwtn petdMaén tou SFTPC meplypdpnke amno tov Lawrence Nogee to 20012%°
O€ TENEIOUNVO KOPITOL TTOU YeEVWRONKe amd pntépa mou Eixe mapouctdoel SlAapeon
niveupovia o€ nAikia evog €toug. O unTpikdg mammoug ixe meBAvel amd Ayvwotn
TIVEUHIOVIKH VO00. To Bpé@pog mapouciaoe avanveuoTikh SUOXEPELa TNV NAIKIA Twv
6 eBSopadwy Kal n xelpoupyikn Blogia mvelpova €de1€e un 181K diapeon mveupovia
(NSIP). Tooo 10 Bpé@oc 600 Kal N UNTéPQ, OTNV AVOOOICTOXNMIKH XPWaon Kal TV avo-
coanmoTtUNWaoN TOU TIVEUHOVIKOU L1oTov, gixav ehdxtotn SP-C. H avdAuon aAAnlouxiag
DNA tou SP-C yovidiou ¢€b¢lée etepoluyn avtikatdotaon tng A amd G, Katd TV mpwTn
[3aon tou vtpoviou 4.

‘EktoTe €xouv Bpebdei meplocdTepeg and 40 Sla@opeTIkEC LeTAAMAEELG ToL oXeTiCo-
VTAL PE OIKOYEVEIC aNAd Kal OTTOPASIKEG LOPPEC OEEWV 1 XPOVIWV TIVEUOVOTIABEIWY,
o€ aoBeveic pe peydho nAIKIAKSO 0POC (ATTO TN VEOYVIKNA NAIKIA péEXPL TNV eVAAIKo {wn).
JuxvOoTEPN Eival N UTTOKATACTACN TNG ICOAEUKIVNG amd Bpeovivn oto Kwdikdvio 73
(c.218T>C, p.I73T), n onoia oxetiletal pe T0 25-35% TWV TTEPITTTWOEWV TIVEUUOVIKAG
véoou, omopadikig 1 KAnpovopoUluevng, mou ogeiletal og dlatapaxég tng SP-C. Ot
TTEPIOOOTEPEC OTIOPASIKEC METANAEELC TNG SFTPC Bpiokovtal oto matpikd arAnAio.’ H
avénuévn ouxvoTNTa VEWV AUTOHATWY PeTaAAewy amodidetal otnv avénuévn ou-
xvotnta avacuvduacopol tou SFTPC. Agv umdpyel ca@ng oxéon petal yovotumou
KAWVIKAG 00BapdTNTag TNG VOoOU. X€ avTiBeon Pe Tn avenmdpkela SP-B, n mveupovo-
mdOela mou mpokaeital anmd petara&elg oto SFTPC kAnpovopeital €ite ue autoow-
MaTIKO Kupiapxo xapaktpa motkiAng SielodutikotnTag Kat Baputntag (45%), ite wg
omopadikry vOoo¢ TTou TipoKaeital amo de novo petdlaén oe éva aAANAOPOPPOo
(55%). MapoTtt SFTPC petaA\d&elc éxouv Ppebei o S1APOPETIKEG PUAETIKEG Kal €Bvo-
TIKEC OPASEC, N CUXVOTNTA EUPAVIONC KAl O EMITOAACUOC TNG VOOOU TWV TIVEUUOVWY
TTOU TIPOKAAEITAL ATTO AUTEC TIG METAANAEELC, KABWCE Kal N cuxvoeTNTA TWV MABoYOVWY
petala&ewv tou SFTPC otov mAnBuouo €ival mpog 1o mapdv ayvwoTteg.’ Npodopa-
TeG peNéteg Seixvouv OTL ol petarldaelg Tou SFTPC amotehouv omdvia attia Siapeong
TIVEUOVOTTABEIaC 0TOUC EVNAIKOUC.

NaBoyéveon

H maBoyéveon tngvéoou mou ogeiletal o€ PeTAAAEEIG Tou SFTPC Sev €xel AR pwG
SleukpivioBei. Eival duvatdv va ogeiletal eite o€ ENNelYn wpiung SP-C, eite og ToIkn
Spdon ¢ pro-SP-C. MeveTikd Tpomomolnuéva movTikia ou Sev €xouv TNV IKAVOTNTA
nmapaywyrig SP-C dsv avanmtucoouv veupoVIKN vooo, aA\d apouactdlouv otadlakn
av&non Tou HeEYEBOUC TWV HIKPWY agpaywywV Kat diapeon gheyuovry. O EAM mou éxel
amopovwOei amd movTtikia e avermdpkela SP-C eival aotadnig. Oswpeital mbavo étin
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avemdpkela SP-C pmopei va 0dnynoet o uNoTpomAloVCEC ATENEKTACIEC JUE ATTOTEAE-
opa v avamtuén xpoviag mveupovomndadeiag. Ot Siatapayég tou SFTPC odnyouv oe
Slatapayég Tng ouvBeonc kat TNG avadimwong Tng pro-SP-C, n omoia cucowpeLEeTal
oto evéomiaopatikd Siktuo kal Tn cuokeur Golgi Twv TuToU Il TIVELOVOKUTTAPWY,
L€ QMOTENECUA TNV EVEPYOTIOINGCT TWV KUTTAPIKWVY UNXAVICUWY Stress Kal TEAKA otV
anmonTwon Twv KUttdpwv.?' H SP-C cUpUETEXEL EMiong 0TV emavampdoAnyn Kat Tov
katafoAiopd tou EAIM, kal otnv evepyomoinon Twv KUPEAISIKWY HOKPO@AYwYV w¢
amdvtnon o€ Aoipwén. Q¢ ek ToUToU, N AvendpKela WpPpNg SP-C pumopei va cupuBdAet
oTnV EupAvion ¢ voéoou otav ol acBeveic ektiBevtal o elomvedueva maboyova. To
pEeyAAlog NAIKIOKO €0POC TNG KAIVIKAC TTPOBOANC TNG vooou amodidetal amd HePIKOUC
£PELVNTEC O€ TTEPIBANNOVTIKOUG TTAPAYOVTEG (T.X. AoipwéN ammd avanmveuoTIKO CUYKU-
TIOKO 10), ol omtoiol emM&POoUV Kal TEAKA avaTpEMOouV TNV AoTadr] opolocTAcia TOU KUT-
TAPOU TTOU OYEIAETAL OTN CUCCWPEVON TN pro-SP-C.22

KAvikn eikéva

Ot petal\a&elg Tou SFTPC oxetiovtal Kupiwg pe xpovia diaueon mvevpovondbelia
o€ Bpépn kat madd. O xpovoc évapéng Twv CUUMTWHATWY TOIKIAEL eupéwc. Mepimou
10%-15% Twv aoBevwv avanmTlooouV CUPNTWHATA EVTOC Tou Tou priva Tng {wng, evw
070 40% TPOoPANAEl ueTall Tou Kal 6ou Prva, Pe TN péon nAikia évapéng tng voéoou va
€ival 2 pe 3 MAVEC. 2TN VEOYVIKN TIEPIOO0 N vOoOC TTIPOBANEL UE TA ONEID KAl CUMTTTW-
pata mou xapaktnpifouv 1o ZAA, evw o€ HEYOAUTEPA BPEPN UE CUUMTWHATA SIAXUTNG
TIVEUUOVIKIG VOOOU (TayUMVola, ELGOAKES, urto&atplia, TANKTEOSAKTUAIA kal KaBuoTtépn-
on TNG avénong).* Ze pia TOAUKEVTPIKN HEAETN TSIV <2 €TWV UE SIAXUTN TIVEUUOVIKA
vb0o0, N éon nAikia katd tnv Bloyia yia ta maidid pe petarra&el tov SFTPC ftav 8,9+3
pAVeg (E0POG 2-22 PAVEC). T AN YeAETN N péon nAia évapéng tng véoou Rtav 1 pi-
vag, he Slakopavon amd tn yévvnon éwc Toug 14 pnvec. Evapén Twv avanmveuoTiKwy
CUMUITTWUATWY €XEL OTIAVIA avagePBei og evnAikoug, oToug omoioug cuvdéstal e TiG Si-
aAywoelg TNS PN €181k dtapeonc mveupovomdabelag (NSIP) kat Tng ouvriBoug diaueong
TiveupoviTidac. ‘Exouv emiong evTomoTel ACUPNMTWHATIKA dtopa pe SFTPC petaldgelc.
J€ OPKETEC TIEPITTWOELC avaQEPETaAl Aoipwén Tou avanveuoTikoL (RSY, ypinmn A kat B)
TPV amo TNV évapén TNG TIVEUUOVIKNC VOOOU, YEYoVOC TTou UTTOONAWVEL OTI N LOYEVAG
Aoipwén pmopei va emTaxUVEL TNV EUPAVION TWV AVATIVEUCTIKWY CUUMTWUATWY. H umé-
Beon autr unootnpiletal Kat amo in vitro PENETEC, OTIC OTToieg Aoipwén amd avanveu-
OTIKO CUYKUTIAKO 16 KUTTApwV TTou épepav SFTPC petd\\aén, gixe wg amotéeoua Tn
ouooWpPELON PeTaAaypévng TTPo-SP-C Kal eKTeTapévo BAvaTo Twv KUTTApwv.224

Mn b1k} diaueon nvevuovomdbBeia

Mpodkettal yia popen 1dlomaboug Siapeong nveupovonddelag mou xapaktnpiletal
a1T0 OUOIOHOPPN CUMUETOXN TWV KUPEMSIKWY Slappayudtwy Kat amo Sidueon QAey-
povn Ue Tolkidou BaBuov ivwon. Ta 1otoAoyikd eupnpata Sla@opoTololy TN [N El-
Sk Sldueon mveupovomndbela amo TIC ouvnBIopEéveC SIAUECEC TIVEUOVOTIABELEC, KAl
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KAWVIKA, o1 aoBeveic 1e un 181KA SIAPEDN TIVEUOVOTIABELD £XOUV KAAUTEPN TIPOYVWON
amé ekeivoug UE TIC oLVRBELC.

Avahuoelg alnAouyiag tou DNA tou yovidiou tng SP-C og maidid pe pn €181kn S1d-
peon mveupovomdbela Kal o€ evNAIKoUG e Tn ouvhOn Siapeon mveupovia mapouaotd-
Couv kolvn etepoluyn petalhaén mou Bpioketal oto €€6vIo 5. H petdA\haén mpokahei
oMayn TnG Leu188 og GIn188 010 KapPofUAkd dkpo TG pro-SP- C ou evOeXOUEVWE
ennpeddel tnv enefepyacia tou memtidiov. Ot mapatneEnoelg autég deixvouv OTL Ta
ATOHA TTOU PEPOUV TN CUYKEKPIUEVN LETANAEN pmopei va eival o avuénuévo kivduvo
yta avantuén Sla@opeTikwy TUMwy dldueong mvevpovomnabelac.?

O¢parneia

Agv UTTAPXOUV TUXALOTIOINMEVEG IENETEG YIa TN BepameuTIkn avTigeTwion, H xo-
pPNYNoN KopTIKooTePOEdwY Kal uOPOEUXAWPOKIVNG KABWCE Kal N BPOYXOTIVEUHOVIKN
ékmAuon avagépetal 6Tl odnynoav o€ BeAtiwon oplopévouc acBeveic. Ze ekeivoug
ME TTPoodeuTIKN embeivwan TNG AVATIVEUOTIKNG AEITOUpYiag €xeL eMixelpnOei HETAUO-
oxeuon mvelpova.*

MNopeia vooou

H kAwvikr mopeia TG vOoou TToLKiAel onuavTikd. Mepikoi acBeveic amattouv peta-
MOOYXEUON, EVW AANOL EMPBIIVOULV E EMUEVOUCA 0EUYOVOECAPTWEVN AVATIVEUCTIK)
avemdpkela f BeAtiwvovtal. H mokiopop@ia umodnAwvel 6Tl umopei va umdpyouv
MPOoBOeTOL YeVETIKOI 1i/Kal TTEPIBANNOVTIKOI TAPAYOVTEG TTIOU TPOTIOTIOIOUV TNV €évap-
&N kal TNV mopeia NG VEVHOVIKNG vOoou.>* Autd umootnpiletal amd MEIPAPATIKEG
peNéTeG o€ TTovTiKia pe avendpkela SP-C, mou avantiooouv SlagopeTIKO @avOTUTIO
avdhoya pe To YeVETIKO unof3aBpo, Tnv nAiKia kat Tnv ékBeon o maBoyovouc opyavi-
opou¢ 1| o€ epIBalhovTIKEC ToEivec.

ANENAPKEIA ABCA3

To yovidlo ¢ mpwteivng petagpopdc ABCA3 Bpioketal oto Bpaxly okéNog Tou
Xpwpoowpatog 16 (16p13.3), mephapPdvel 30 e€ovia kal Kwdikomolel TpwTeivn pe
1704 apwviéa, Tnv ABCA3, n omoia gival amapaitntn yla 10 oXNUATIOUO TWV TTOAU-
MEUPBPAVIKWY CwHaTIwV Kal TNV evéoKuTtdpla opotdotacn Twv Aimdiwv. Ekppdale-
TAl KUPIWG OTOV TIVEUHOVIKO 10TO KAl CUYKEKPIYEVA OTNV eEWTEPIKN HEUBpAvN Twv
TIOAVUEUBPAVIKWY CWHATIWV TWV KUPENSIKWVY TIVEUHOVIKWY KUTTAPWV Tumou Il. X
MIKpOTEPO Babud ekppdletal oTov Kapdlakd 10T, TOV EYKEPANO, TO TIAYKPEAC, TOUG
VEQPOUC KAL TA AIPOTIETAALA.

Fevetikn

Eivat n mo nmpoéogata neptypageioa yevetikn Siatapayr tou EAM kat mBavov n
ouxvoTtepn. MNeptypdenke yia mpwtn @opd 1o 2004 o€ pia opdda TeEAeldunvVwy veo-
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YVWV S1a@opPETIKAG PUAETIKAG Kal €BVIKAG TTPOEAELONG, ME KAVIKE Kal AKTIVOAOYIKH
€lkova ZAA Kkat IoTohoyIKN €lkéva SlAPEoNC TVEVPOVITIOAC i} TIVEUUOVIKIA G KUPENIDI-
KA¢ mpwteivwong. Ektote €xouv mpoodloploTtei mavw amod 180 Sla@opeTIKEG HETAN-
Aa€eic Tou yovidiou Tng ABCA3, mou KANPOVOUOUVTAl UE QUTOCWUATIKO UTTOAELTTO-
MEVO XOPAKTAPA KAl PAVOTUTIIKY €TEPOYEvela amd Bavatngdpo ZAA, éwg xpodvia
OQVATIVEUOTIKA] QVETIAPKELA O Bpépn Kal maldld.'>* TuyKekpldévn Tapallaynr, n
avtikatdotaon Palivng amd yAoutapiko o0 oto Kwdikovia 292 (E292V), anavtdatal
0710 0,4% Tou yevikoU TAnBuacoU, BpéOnke 010 4% TwV veoyvwv pe ZAA utodnAwvo-
VTAC OTL N CUYKEKPLUEVN TTapaAlayr ocuvdéeTal pe avénuévo kivduvo gpgaviong ZAA
o€ MAnBuopoug LYNAoL KivdUvou.'™ H ibla petdAaén éxel Ppebei katl og maudld pe
S1dueon nveupovomnddela. Metal\a€eig tng ABCA3 éxouv Bpebei emiong oe mpdwpa
veoyva pe ZAA peyalutepnc BapltnTag amd TNV avapevopevn yia Tnv nAikia kinong.
To yeyovoc autd odnyei otnv undéBeon oTt ol petaAlagelg tng ABCA3 dnuioupyolv
YEVETIKN gvaloBnaia kat aufavouv tov kivduvo yia ZAA, al\d kal Tn Baputnta TNG
KAVIKAG TOU TTOPEia.

H ouxvotnta Twv voonudtwy mou ogeilovtal os petaragelg tng ABCA3 Sev €xel
mpoodloploTei. NPOCPATEC TTPOKATAPTIKEC MEAETEC UMTOBEIKVUOUV OTI N AVETTAPKELD
ABCA3 gival To ouxvOTEPO amd Ta VOO LATA TTOU TIPOKAAOUV Ol YEVETIKEC SlaTAPAXEC
Tou EAM.™

NaBoyéveon

O akp1Pric poroc tng ABCA3 oto petafoliopo tou EANM dev éxel SieukpivioOei. Me-
Aéteg o€ melpapatolwa kal oe avBpwmoug éxouv Seifel 0TI n ABCA3 endyel ) He-
Tagopd tn¢ PC kat TN pwo@atiduloyhukepdAng ota moAuvpepBpavika cwudtia. H
Slatapayn NG HETAPopdg Twv wo@olimdiwy @aivetal 6Tt odnyei og dlatapayr Tou
petapoliopol tou EAMN.? MNapatnpeital ENATTWUATIKE KATAOKEUN TwV TTOAVUEURpa-
VIKWV OWUaTiwy, avwpain xpwon twy Tutou |l mveupovokuttdpwy Kat ENAepn EAM.?
O pohog tng ABCA3 ae AANOUC LIOTOUC TTANV TOU TIVEUHOVIKOU €ival AyvwoTog,.

KAwvikn €1kéva

Ta veoyvd mapouatdlouv Yoyyuod, EI0ONKEC Kal KUAVWOT, TTou akoAhouBeital amd
TaXEWC EEENIOCOEVN AVATIVEUOTIKI AVETTAPKELA [N OVTATTOKPIVOUEVN OTO PNXAVIKO
0EPIOMO N TNV e€wowpatikry ofuydvwon. Mmopei va cuvodevetal amod empévouca
TIVEUHOVIKH UTIEPTACN. 2TNV aKTivoypagia Bwpakog mapatneolvtal SIKTUOKOKKW-
Oelg N exteTaPpEVEG SINBAOEIG Kal agpof3poyxoypappa. Exel avapepOei otn BiAlo-
ypa@ia NmoTePN VEOYVIKH VOGO UE EPPAVION HN EIOIKWY CUUTTWHATWY OTTWG BAXAS,
Tayumvola, umoaipia mMAnktpodakTuAia Kal avemapkn avénon.?

AN Taidid €ival ACUMUTITWHATIKA PéEXPL apydTepa oTnV matdikr nAikia, omdte ava-
MTUOOO0ULV KAIVIKN €lkova Sidpeong mveupovomadelac. MetaAd€eic tng ABCA3 éxouv
Bpebei kal og eprifouc Kal eVAAIKEG PeE elkova ouvriBoug Siapeong mveuuovomabelac.'
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O¢parmeia

Ma TN VEOYVIKH HOP@H TNG VOOOU SEV UTIAPXKEL YVWOTH BEPATTEVUTIKN AVTIUETWTIION
Kal Ta Bpépn mebBaivouv péoca otov MpWwTo prva TS (wrig mapd Tn HEYIOTN LOTPIKN
urtooTtnPLEn. Ot NMIOTEPEC HOPPEC TNG VOOOU AVTIPETWITICOVTAL CUUTTWHATIKA.* Y€
aoBeveic pue mpoiovoa cofapn vooo pmopei va PoTadei LeTadOXeUON TTIVEUIOVA.

METAAAAZEIX NKX2.1

O BupeoeldIKOC HETAYPAPIKOC TTAPAyovTaC eKPPAleTal OTO EYKEPANO, TO Bupeo-
€161 kal Tov mveupova. H ékppaor tou maifel onuavtikd poAo otnv avamtuén Twv
opyavwv autwv. Metarhda&elg tou NKX1.2 odnyouv oto ouvdpopo «eyke@Alov-Bupe-
0€180U¢-velovar Tou amoteAeital and Tnv TpLada: umoBupeoeldIoNd, xopeloadé-
TWON Kal TIVEUUOVIKN vOo0c.?” H TTVeUOVIKN vOoo¢ Umopei va ekOnAwBEl pe KAVIKN
€lkova XAA otn veoyviKn nAIKia i we urtoTpomAalouoeg AOINWEELC TOU AVATIVEUOTIKOU
1 S1dueon TIVEUHOVIKN vOoo¢ apydtepa otnv maldikr nAikia. H cuxvotnTa twv petal-
Aa€ewv kat Tng vooou Sev eival yvwoTh. AvagépovTal meploodtepeg amod 20 dlago-
PETIKEG PETANNAEELS. OTwg kal oTnv Tiepimtwon Tou SFTPC, 1o 50% twv peTala§ewv
gival autopateg.?®

AANA NOZHMATA

MeTtahha&eic Tou yovidiou mou kwdiKomolel TV a-umoopdda Tou urmodoxéa Tou Ta-
pAyovTa eVEPYOTIOINONG TWV ATTOIKIWVY TWV KOKKIOKUTTAPWV-Pakpo@dywv (CSF2RA)
£€XOUV OUCYXETIOTEI UE TNV TIVEUUOVIKN KUPENOIKA MpwTEivwon ota matdid.

Metal\a&elg Tou yovidiou tng SP-A (SFTPA2) €xouv GUOXETIOTEL JIE TTVEUUOVIKN ivw-
on Kal Kapkivo Tou Tveupova o€ evnAikouc.? MNMoAupop@iopoi twv SFTPA kat SFTPD
€XOUV CUOXETIOTEL HE auénuévn ocuxvotnta ZAA Kal XpOvIag TIVEUUOVIKNG VOOOU O€
mpéwpa veoyvd, alkd kat avénuévn evalcbnoia otnv RSV hoipwén oe Bpéen.””

AIATNQZTIKH NPOZEITIZH
Fevetikn pehétn

H Sidyvwon twv kAnpovouikwy Statapayxwv tou petaoliopol tou EAM Ba mpé-
TIEL va YiveTal £yKalpa, TIPOKEIUEVOU Va EMAEYETAl TEKUNPIWMEVA OepameuTIKN TTa-
péupaon, e181KA OTIC TTEPITTTWOELC TNG 0EEIAC VEOYVIKNG HOPPNG. AECOTEPA UTTOPEL
va 1eb¢ei n Stayvwon pe tnv avaiuon DNA twv oxetikwv yovidiwv (FTPB kat ABCA3
yta tnv ofeia veoyvikn, SFTPC kat ABCA3 yia Tnv éYiun). H mapoucia unoBupeosidi-
opoU urtayopeLel TNV avaluon tou yovidiou NKX1.2. To OXeTIKA pIKpd péyeboc Twv
SFTPB kat SFTPC emitpémnet Tnv taxeia Sidyvwon. AvTiOeta, To onpavtika PeyaAUTe-
po tou ABCA3 kdavel Tnv avaiuon o Xpovofopa.® Tn yeveTikr avdluon TTEPIMAEKEL
TEPAITEPW TO YEYOVOC, OTL 0€ ONA TA OXETIKA YoVvidla, ol TTEPIOCOTEPEC METANNAEEIG
gival €181KEC yla TNV OIKOYEVELA Kal EMOMEVWC N StaKplon HETAEY peTaAAEEwY TTOU
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TMPOoKaAoUv véoo Kal Tuxaiwv kaionbwv mapalhaywv tne DNA akohouBiag pmopei
va givat d0okoAn.*

lotoloyikn e§étaon

Mapd tn coapdTnTa TNG VOCOU, N IOTOAOYIKN ££4TAON TWV TTIVELUOVWY UTTOPEI Va
anmoTeAEOEL TTOAUTIMO CUPMMARPWHA TNG YEVETIKNAG S1dyvwonc. Ta maboloyoavatoul-
KA gupripata mepAappavouv tn Staxutn KUPeASIKY UTIEPTTAQCIA TWV TTVEVOVOKUT-
Tapwv TUToV |, TV maxuvon twv KUPEMOIKWY Sla@payudtwy Kal TV KUPEAISIKN
npwteivwon (Eikova 3). H e€étaon Twv MOAVUEUBPAVIKWY CWUATIWV UE NAEKTPOVIKO
MIKPOOKOTIO umopei Swoel mpdoBeTeg MANPOPOPIEC e TA ATTOSIOPYAVWHUEVA TTOAU-
MEUPBPAVIKA cwudTia va urodnAwouv avenmdpKela SP-B, evw Ta mukvd moAupeupavi-
KA OCWHATLA 1) N TTAPOUCia EKKEVTPWY TTUKVWYV EYKAEIOTWY TNV avemdpkela ABCA3.1830

SYMIMEPAXMATA

Ot yevetikég Slatapayég Tou petafBoAopou tou EAM pmopei va mpofBalouv KAVIKA
w¢ o€eia, coPapr avamveuoTiKr VOGOG OTN VEOYVIKN TTEpiodo i} wg xpodvia avarmveu-
OTIKA QVETTAPKELA OTN VNTTIOKN Kal TASIKA NAKKia, e Xpovo évapéng, Baputnta Kat
KAWVIKN TTopeia TTou motkilouv. H didyvwon tibetal pe tov mpocdioptoud tng aAAnAou-
xiag Tou DNA twv yovibiwv mou oxetiovtal pe TNV mapaywyn Kat Aettoupyia tou EAIM.
H Biloyia mvevpova Kat n €€taon pe NAEKTPOVIKO UIKPOOKOTIO Umopei va BonBricouv

EIKONA 3. A: Qucioloyikog mivelpovag. B, T, kat A: Kovd 1otoloyikd e0prinata o€ Bpéopn
pe petalaéelc ota yovidia SFTPB, SFTPC, n ABCA3. MepidapBavouv Siapopoug Babuoie
Sidueonc maxuvong Twv KUPeAISIkwv Stappayudtwy, avadlapdpewaon tou KuPeASIKou
emONnAiov pe uTTEPTAACIA TWV KUTTAPWV TUTOU |l, KABWE KAl CUCCWPELGN NWGCIVOPIAOU,
KOKKWS0oUC UAIKOU Kal KUPEMSIKWV HAKPOPAYWY OTA AVATTVEUCTIKA SlaoThpata.
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otn didyvwon. O1 BepameuTiké emAOYEC yia TIG dtatapayég Twv SP-B kat ABCA3 mmou
TPOBAANOUV pe KAVIKA €lKOVA 0&giag avanveuoTIKAG AVETAPKELAG OTN VEOYVIKN NAL-
kia meplopifovtal oe HETAUOOXEVON TIVEUUOVWY 1} OE TTApNYoPNTIK @povTida. XTI
TTO XPOVIEG KAIVIKA Hop@EC TwV Slatapaxwv Twv SP-C, ABCA3, kat NKX2.1 véoou, oTig
OTIOIEC N PUOIKI TTOPEIQ TNC VOOOU TIOIKIAEL, CUVIOTATAL EATOMIKEUUEVN, UTTOOTNPLKTI-
K Bepamneia.

Ot acBévelec Tou o@eilovTal o€ YeVETIKEG SlaTtapayéC Tou PETABoAIoHOU Tou EANM
gival omavieg, aA\d TauTtdxpova, TTAPEXOUV UOVASIKEG EUKALPIEG YIa TNV KaTavonon
TWV PNXAVICHWY TWV AVATIVEUOTIKWY VOONMATWY OE VEOYVA Kal TTaudLd.
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O ayysiako¢ SaktuAio¢ w¢ aitio amoppaéng
TOU aspaywyou

Katepiva XaidomouAou, Mapia Eumopiadou

O 6pog ayyelakdg SaktuMog (vascular ring, AA) xpnolpomoleital yia Tnv epLypaen
oudadac omaviwy avaTopIKWY avwWPAAwY Tou dopTikol TdEou mou epIBAA\ouv Tny Tpa-
X€ia kat Tov oloo@dyo. Madi Toug meplypa@eTal Kat n aykUAN TNG MVEUUOVIKAG apTnpiag
(pulmonary artery sling) mou mepIBANEL SpwWC HOvo TNV Tpaxeia. AvTITPooweUOLY TO
1% TWV CUYYEVWV AVATOMIKWY AVWHAALWVY TOU KAPSIayYEIAKOU CUCTAATOC KAl OPEi-
Aovtal cuvrBwg og MapPAUOVH TUNUATWY TOU TTPWTAPXIKOU AYYEIOKOU CUGTHUATOG TOU
EUPpPLOU TOU PUGIOAOYIKA UTTOOTPEPOUV. H KAIVIKN €1KOVa e€apTdTtal amé Tnv apouasia
QAVOUEVWVY CUUTTIEGNE TNG TPAXEIAC I}/KAL TOU 0100QAYOU UE ATTOTENECHIA TNV eKOHAWON
CUUNTTWHATWY amoPPaA&n avwTEPOL agpaywyol fj Suc@ayiac. Zuxvda cuvuntdpxouv
OVOTOMIKEC AVWUOAIEG TNG TPAXEIOC KAl TwV HEYOAWV BPOyXwVY HE avaloyn ouvodo
KAVIKR) cupmtwatoAoyia r/kat cuyyevig kapdlomabela. Exouv meptypagei didpopeg
OUYYEVEIG avaTopIKEG avwpalieg og ouvduaouo pe AA: TPAXELOOIOOPAYIKO GUPIYYLO,
ouyyevic Sla@payuatokiAn, atpnoia mMPWKToU, yaoTpoolco®ayikn maAivépounon,
TETANOEIONC VEQPOC KAl AVWUAAiIeC OTTOVOUAWV. !

H mmpwtn mepiypagn AA éyive o€ vekpoTour) to 1735,3* evw o Bayford rjtav o mpwtog
TMoU CUOoXETIoE AA Kal KAIVIKY) CUUITwaToAoyia (Suo@ayia o@eNOpEVN O avwaln
urtokA&idlo aptnpia) To 1787.° To 1945 €yve n mpwTn Xelpoupyikr 616pbwon AA oto
voookopeio Chlidren’s Hospital tng Bootwvng amd tov Gross.® Ot onpepIvég TeExVoloy!L-
Kéc e€eNielc MpooPEPOouV ONUAVTIKEC SuvVATOTNTEC aKpI3oUC avaipakTng didyvwong’®
KOl amOKATACTAONG HE AYOTEPO TTAPEUPBATIKEG XEIPOUPYIKEG HEBOSOLC. T QoTO0O,
S6edopévou 6TI cupnTwHaTa OTIWE BrXac, olylog Kat avaywyég gival 1dlaitepa cuxva
otn BpePIkn NAKia, evw avTiBeta o AA eival ommdvia avatoikr avwpaAia, n Sidyvwon
TOU TTAPAMEVEL KAIVIKN TIPOKANGN 0TNV KABNUEPIVH KAVIKA TTPAEN.

A Maidiatpikry KAvikny ApiototéAetou MNavemiotriutov Osooalovikng, NG lNamayswpyiou

AMnloypagia: Katepiva XaiSomoUAou, haidoka@googlemail.com
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EMBPYOAOTIA KAITTAOOTENEIA

O181dpopec pop@éc AA epgavifovtal vwpic otnv epuPpuiki avantuén (47-6" Bdouada
Cwng). Kata t Sidmhacn tou aopTikol toéou gpgavifovtal apxikd €61 Ceuyn ayyeiwv
(tooe1beic aptnpiec) mou cuvdEouv TNV KOIAIAKK aopTr Tou eUPpPUikol KapSlakol
OwARVa pe Toug SU0 KoppoUE TNG paxlaiag aoptic. H mpwtn, deUtepn, méumtn Too-
€161¢ aptnpia KaBWC KAl TUAUA TNG TETAPTNG UTTOOTPEPOLV WOTE va Slapoppwbei To
«oUVNOEC» AplOTEPO AOPTIKO TOEO HE TNV «KAACOIKN» EKQUOT TWV PEYAAWV ayYEiwv:
avwvupn aptneia (6e&1d umokAeidia, 6e€1d kapwTtida), aplotepn kapwTtida, aplotepn
urtokAeidla. H tpitn tooe1dn¢ aptnpia oxnpatiel Ti¢ kapwtideg, amd 1o un umooTpa-
@&V TURHA TN TETAPTNG 6€€1A¢ ToSoe1doU¢ apTnpiag oxnuatiCetal n 6e€1d uokAeidia
aptnpia kat amod tnv éKktn 10oeldn aptnpia o BOTANEIOC (APTNPEIAKOC) TTOPOC KAl TA
€yyUC¢ TUnpata TG Se€1A¢ Kal aploTEPRC TVEVOVIKNC aptnpiag (Eikova 1)." Alatapayn
™G avantuéng (EmuovA i UTTOOTPO®H) TUNUATWY TOU APXEYOVOU ayYELOKOU autoU
ouoTHUATOC 0ONYEl OTIC TIEPIOOOTEPEC Pop@PEC AA (Eikdva 2).

Ot akpiPei¢ unxaviopoi mou SiEmouv TNV TAPAUOVH 1| UTTOCTPOPN TWV TUNUATWY
Tou a0PTIKOL Td&ou Sev gival amOAUTA YVWOTOI, WOTOCO €IKAlETAL OTL EAEYXETAL ATIO
onuatodoTikd popta mou kabopifouv Tnv aplotepr)/deé1d cupueTpia. H cuoxétion Twv
OVWHAALWV TOU A0PTIKOU TOEOU E XPWHATOOWHMIKA ENEiUUaTa 0Tn Béan 22911, 6TTwG
oto X0vdpopo DiGeorge, umodNAWVEL TTWG UTTAPXEL YEVETIKO UTTOGTPWUA, TOUAAXIOTOV
Y10 OPIOUEVEC, Hop@EC AA.1>13 To SITAG aopTIKO 160 o€ 15-20% TWV MEPIMTWOEWY OU-
VUTTAPXEL UE KapSIaKEG avwpahieg, 6mwe n TeTpaloyia Fallot, n atpnoia TG MVEVOVIKNAG
Kal N METABECN TWV PEYAAWY ayyeiwv.'#1®

EIKONA 1 a. Eyfpuoloyikn avantuén tou aoptikol 10&ou.3? 1. Eufpuoloyikn avamtuén
ToU aopTIkoL T6&ou pe Bdon To BewpnTikd povtélo Tou Edwards.>
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Dors Ao

|__ D Ao

718 718

Vi

RPA LPA

Dors Ao: koppoi paxlaiag aoptng
D Ao: katiovoa aopTh

E: olco@pdyog

LPA: Aplotepr mveupovikn aptnpia
RPA: Ag€1d mveupovikn aptnpia

1]
t T: tpaxeia
TA Sac: KOINaKH aopTr Kal KOPUOG
TIVEUHOVIKAG apTtnpiag
1II, IV, VI: ot avtioToixeg tooe1deic aptnpieg
TA Sac 7 1S: YriokAeibiog aptnpia
EIKONA 2. Xxnuatikn eupuoloyikn €nynon g Snuioupyiag twv Slagpopwv tumwv AA
AOYw TABOAOYIKNAC UTTOOTPOPNG TTEPIOXWY TOU EUPPUIKOU aopTikoU ToEou.>

2YNHOEXTEPOI ANATOMIKOITYNOI
AT\ aopTIKO T6&0

Anote)ei Tn ouxvotepn popen AA (40-50%).''° OpeileTal 0TNV ApQOTEPOTIAEUPN
mapapiovr TnG TETaptng PP puikng tooeldoug aptnpiag pe mapaliayeg, émou Kal Ta
Vo 16&a pmopei va gival e€icou Batd, va urdpxel urromAacia Tou evog To&ou (cuvriBwg
TOU aploTepoy, orravidtepa Tou 8e€lov) 1§ atpnoia Tou evog (cuvnBwe Tou aploTEPOU)
(Eikova 3).

Ot KAVIKEG ekONAWOoEIC e€apTwvTal amo To PBabud nepio@iéng mou mpokaAei o AA.
STIC TEPIMTWOELC TToU Kat ta duo to€a gival Batd, o AA mou oxnuatifetal ivat Aneng
Kal cupmiEel évTova TNV TPAXEIQ Kal TOV 0lo0payo o8nywvtag otnv ekdAwaon otyuol
Kal SUOKOAIa OITIoNG XAPAKTNELIOTIKA ammd TIC TPWTEC NUEPEC-Bdouadeg Tng (wic.
‘Otav 10 aplotepo 160 Sev €xel alpaTikn pon (atpnTo) o AA rou oxnuartifetal -av Kat
TANPNG- Eivat TTIO XOAAPOG LUIE ATTOTEAECA TA CUPMTTWHATA VA eKdNAwvovTal oTnv NAKia
Twv 3-6 pnvwv f apyotepa.”'’” Mmopei va GuvUTTapxel TPAXEIOPAAAKUVON, VW OTTAvVIA
ouvduadletal pe ouyyevr kapdlomabela (cuxvoTtepn n TteTpaloyia Fallot).

Ayyelakoi SaktUMol kat 6§16 aopTikd T6&o

H cuxvétnta tou de€lov aopTikou To€ou (AAT) 01O YeviKO ANBUoUO gival <0,1%,
avéavetal dpwe —éwe 30%— og aoBeveic pe ouyyeveic kapSlomabeleg, OTIWE N Te-
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EIKONA 3. AirmAé aopTiko 160

Tpaloyia Fallot kat n peraBeon Twv peydhwv ayyeiwv.'s O@eileTal o€ mapapgovr ¢
Tétaptng Se€1ac euPpuikng Tooeldolc apTnpiac Kal umooTpoPr TNG aploTepnc. H
aviovoa aoptr mopeveTal Se€1d TNC Tpaxeiag kat umdpyxel éva —6e€16— aopTiko T6€o
mou avadimiwvetal mavw and 1o €16 kUpLo Ppdyxo yia va katadubei mpog Ta miow.
H ékpuon tnNg aplotepng UTTOKAEISIAC apTnpiag Kal Tou aptnEIlakol TOPOU TTOIKIAAEL
L€ ATTOTENECA, OE OPLOUEVEG TIEPITTTWOELS, TN Snuloupyia MApoug AA. Apketd cuxvd
OUVUTTAPXEL TPAXELOUAAAKUVON.

Avwualn aptotepn vmokA&gibloc aptnpia e aplotepoé apTnPIaKo mépo

Amotehei To eUTePO O€ O€lpd oUXVOTNTAG TUTTO AA (25-30%).'6 TNV mEPImTwaon autn
and 1O A0PTIKO TOEO ekpuovTal Pe TN oelpd n de€ld kapwTida, n aplotepn Kapwtida,
n 6e&1d uokAeidla aptnpeia, kat teAeutaia, n avwpain aplotepri utokA&idla aptnpia,
N omoia TOPEVETAL THICW ATIO TOV OICOPAYO. 2€ OPICUEVEC TTEPITITWOELG EKPUETAL ATTO
avelpuopa (ekkOATTwua Kommerell) mou amotelei umdAeiypa TG aploTePnC To&oEl-
S00¢ aptnpiag kal urmopei va dnpioupyei eviunmwpa oto omictlo 1 aploTePod Toixwua
Tou olo@ayou. O SakTUAIOC yiveTal TARPNG OTAV CUVUTTAPXEL APTNPLAKOC TTOPOC TTOU
OUVOEEL TNV PLOTEPH TIVEUOVIKH apTNPIa LE TNV aVWHAAN aploTEEN UTTOKAEISIO apTn-
pia (Eikéva 4). ZuvnBwg e ouvodeveTal amd évtova TIECTIKA QAIVOUEVA TNG TPAXEIAG
Kal TOU 0100Pdyou Kal ekdnAwvetal apyotepa (3-9 unvwv) amé To SIMAG aopTiké 160,
EVW O€ OPKETEC TIEPIMTWOELG TTAPAUEVEL ACUUMTWHUATIKA.
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EIKONA 4. A€€16 aopTikd T6£0, avwaln aploTepr UTTOKAEISIA apTnpia Kal aploTEPOC ap-
TNPLAKOG TOPOG

Katomtpikn ikéva ékpuong ueydAwv ayyeiwv

A6 10 6e€16 00pTIKO TOEO EKPUOVTAL KATA OEIPAV N APIOTEPH AVWVUHOG apTnpia (xw-
piletal o€ aplotepn Kapwtida Kal aploTtepr) UTTOKAEISIO apTNPia TTOU TTOPEVOVTAL UITPOCTA
amno v Tpaxeia), n 6e€1d kapwtida kai n 6e€1d unokAeidla aptnpia (Elkdva KATOTTPOU
TOU apIOTEPOU aopTikoU Té&ou). H ouppetpia ouvrnBwc Tehelwvel edw kabBwe o aptnpl-
QKOG TIOPOC eKPUETAL ammd Tn BAoN TNC AvVWVUUNG apTNEIag 1 TNV dploTePr] UTTOKAEISIO
apTNEIa avTi yia To aopTIko TO&0, omote S Snuioupyeital AA. ZTavidTepa, 0 apTNPIAKOS
TOPOC EKPUETAL aTIO TNV KaTlovod aopTh HeTd Tn 6e€1d umokAeidia aptnpia, mopeveTal
apPIOTEPA KAl TTIOW arrd TOV OLOOPAYO YIa VA eVWOEL TENIKA JIE TNV APIOTEPN TIVEULOVIKN
aptnpia oxnuatiCovtag mAripn AA. (Eikéva 5). Ztnv mepimtwon auTr Kal EQOoov n aopTH
akolouBei 6e1d katiovoa mopeia, SnUIoUPYEITAL EVTUTIWLIA OTO APIOTEPO—OTTICOI0 TOI-
XWHA TOU 0100@AYyoU. ZXeSOV TAVTA CUVUTIAPXEL OLUYYEVIC KapSlomabela.

Ayyelakoi SAKTUALOL Kal aploTEPO AoPTIKO TO§0

Zmaviot tumot AA pmopei va mapatnpnBolv étav umdpxet aplotepd aopTIkO 160
(AAT) aA\d n katiovoa aoptry mopeveTal Se€1a.
Avwualin de€ia umrokAeidioc aptnpia ue 6616 aptnpiako mépo

TNV MEPIMTWON auTr armd To AOPTIKO TOEO ekPLOVTAL 0TN OElPd N 6€€1d kKapwTida,
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EIKONA 5. AAT, KATOTITPIKH €IKOVA PEYAAWVY AYYEIWV KAl AploTEPOC APTNPLAKOC TTOPOC

N aptotepn Kapwtida, n aptotepri unokA&idia aptnpia kat TeAeutaia n avwpain Se€ila
uTToKA&idlo¢ aptnpeia ou MopevEeTAl oLVABWCE THoOW Ao Tov olooPAYo, oTTavidTEPA
MTPOOoTA amd TNV Tpaxeia i avdpeca atov oloo@Aayo Kal Tnv Tpaxeia. MAApng AA
Snuioupyeital 6tav o apTnPIaKOC TOPOC eKPUETAL amd Tn Baon TNS avwuaing Se&lde
UTIOKAEISIaG apTnpiag 1 TNV KaTiovod aopTh Kal KAataAnyel otn 6&€ld MVEUUOVIKNA
aptnpia (Ewkéva 6).

Avwualieg ayygiwv aopTikol T0§ou pe ateAn daktuAio

AvwuaAn deéia untokAeidioc aptnpia pe APLOTEPO APTNPLOKO ITOPO

MpOoKEeITal yIa TNV TTPWTN AVATOMIKH TTEpypa@r AA amo tov Hunuald To 1735, evw o
Bayford ritav o mpwtog mou Tn cuvédeoe e TNV KAIVIKNA €lkova NG duogayiac. Eivain
OUXVOTEPN AVWHOAIC TWV ayYEiwv Tou aopTIKoU TO&oU Kal mapatnpeital 6to 0,5% Tou
YEVIKOU TTANBUCHOV.® TNV MEPIMTWOoN auTh, OTIWE KAl 0TV TPoNnyoUpEevn (AVWaAn
6&&1d unokAeidlog pe €16 aptnplako mopo) n de€id utokAeidla aptnpia dev ekpUETAl
amo TNV AVWVUHN aptnpia aA\d amotelei Eexwplotd ayyeio mou Eekiva amd Tnv apxtkn
Hoipa TNG KATIoVOAG A0PTNG KAl TTIOPEVETAL TTIOW ATTO TOV 0100@pAYy0. O apTnPIaKOG TTo-
po¢ Bpioketal og PUGLIOAOYIKN B€0Nn aploTEPQ, CUVETTWC Sev SlapopPWVETal TIAN PN AA
(Eikova 7). O1 IEPIOOOTEPEC TTEPIMTWOELS EIVAL ACUUTITWUATIKEC KAl ATTOTEAOUV TUXAIO
€VPNUA ATTEIKOVIOTIKWV EEETACEWV 1} VEKPOTOUNAG. TO ouvnO£oTEPO GUUMTWHA €ival N
Suoayia. Mmopei va cuvunidpxel ouyyevig kapdlondBela.
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EIKONA 6. AvwpaAn 6e&1d urtokAeidiog aptnpia pe 6e€16 aptnplakd mopo

Avwuain avwvuuog aptnpia

Mpodkettat yia cuxvr AvaTtopIikn TapalAayr Tng omoiag n KAVIKH onuacia amoteei medio
avtmapdBeong amdPewv av Kal oo apeABOv BewpriBnke TOAL Guxvr attia otypoU Kalt
anvolag o€ BPE@n.'t OwpnTIKA, N «AVWOUCAN» AVWVUUN apTneia eKQUETAL Ao TO AOPTIKO
TOE0 TTOAU APIOTEPSTEPA ATIO TO PUGIOAOYIKO LIE CUVETTELD N TIOPEIX TOU AYYEIOL TTPOC TA
6e1a va médel To mpdobio Toixwua NG Tpaxeiag (Eikova 8). Qotoco, 0to 90% Twv TEPI-
MITWOoEWV TTou mBavoAoyeital n Sidyvwaon), N ayvnTikn ayyeloypagia Seixvel UOIONOYIKN
Hop@oloyia Twv ayyeiwv Tou aopTikol T&ov."° Oswpeital mOavd va GUVUTIAPXEL TPOXELO-
palakuvon -181omabrig ) o€ CUVOUACUO E TPAXEIOOIGOPAVIKO CUPIYYIO- KAl OTLN AVWVUN
apTtnpEia am\a opelETal OE YerTviaon pie To TTPOoBEBANUEVO TR TG TPAxEiaG. e ZuvriBwg
ek&nAwveTal Pe otypé ry/Kat drvola o€ Bpépn 2-6 UNVWV. TIC TTEPICOOTEPES TIEPITTWOEIG N
TPOAXEIOUAAAKUVON KAl TO CUMTITTWHATA UTTOXWEOUV HEXPL TNV NAIKIA TWV 2 XPOVWV.

AYKUAN TIVEULIOVIKAG apTnpiag

Amotelei TV TPITN KATA oelpd ouxvoTnTag Hop®n AA (15-20%). Opeiletal o€ Slata-
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EIKONA 7. AvwpaAn 6e&1d urtokAeidlog aptnpia pe aplotepd aptnplako mopo

paxéc avantuéng Tng €KTng eUPPUIKNAC ToEoeldoUC apTnpiac. AlagEépEl GNUAVTIKA ATTO
TOUG AANOUG TUTTOUC YiaTi: a) TTEPIBANNEL LOVO TNV TPAXEID Kal OXL TOV 01C0PAYO Kal B) OTIG
TIEPIOOOTEPEC MEPIMTWOELS (50-67%) cuvurtdpxel coPfapol Babuov Bpoyxopaldakuvon
f oTévwon (AAAoTe dA\ou BaBpol kat éKtaong) Tng Tpaxeiag pe MANPEIG XOvOpIvoug
Saktuhioug (ring-sling anomaly) rj omoia xapaktnploTikd Baivel emdeivoupevn Katd
Vv mopeia tng Tpaxeiag péxpt tnv tpdmda (funnel- fy carrot-shaped trachea). Ta otopa
TWV KUPIwV Bpdyxwv gival puolohoyikd.?’ H avuaAn aploTepr TIVEVUOVIKA aptnpia
ekUEeTaL AT TN O€€IA TTVEUUOVIKNA 0pTNPEIa, CTPEPETAL paxlaia TTEPVWVTAG TTAVW aTtd TO
6€€10 KUPLOo PPSOYXO KAl AVAUESA OTNV TPAXEIA KAl TOV 0100PAYO KAl TTOPEVSHEVN TIPOC
TNV MUAN TOU apPLOTEPOU MVEUUOVA TTPpOoKaAEl coPapri otévwon tou de€lou kUplou Bpoy-
XOU Kal TNG Tpaxeiag apéowc mpiv 1o Sixaopo TnG. (Etkova 9). XapakTnploTiké evpnua
OTO 0l00PAYOYPAPNUA ATTOTEAEL N AVEVPEDN EVTUTIWMATOC 0TNV TPOoBia em@Avela
TOU olooPAyou. XuvnBwc¢ ol aoBeveic ekdnAwvouv cofapr) avamveuoTikr Suoxépela
Kal Glypd amo TIG TPWTEG NUEPES TNG {WNG. ZUXVA CUVUTIAPXEL CUYYEVAG KapdlomaBela.

KAINIKH EIKONA

H mpwtn ekdnAwon tou AA ival cuvrBw¢ Ta CUPMTWUATA ATTO TO AVATIVEUGTIKO.
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EIKONA 8. AvWuaAn avvupog aptnpeia

210 50-75% twv aoBevwy pe cupMTWUaTikO AA n ekdAAWON YiveTal Héca OTOV TTPWTO
XPovo TnG {wn¢ Kal 600 TIEPIOOOTEPO «TTECTIKOG» gival 0 SaKTUMOG TOGO vwpitepa
gpgavifovtar? Atlyotepo ouxvd Ta CUUTTWHATA ekdnAwvovTal o€ HeyalUtepn NAL-
Kia, ev aképn omaviotepa o AA Umopei va TTapApEIVEL ACUUTTTWHATIKOG. ZUXVOTEPN
KAWVIKA ek&AAwoN gival o OlypdC LE ELOOAKN OPayr¢ Kal LECOTIAEUPIWY SlaoTNUATWV.
Mapouacia 51pacikov olyHoU (EI0TIVEUCTIKOC KAl EKTTVEUCTIKOC) UTTOSNAWVEL armo@paén

aAvVWHaAn
TIVEULOVIKH
aptnpia
5e€16¢ kAadog
TIVEUHUOVIKNG
aptnpiag
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EIKONA 9. AyKUAN TIVEULOVIKNC apTtnpiag
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oofBapoU Babuov. Enelocodia dnmvolag kat KUAvwaong KAatd Tn oition mapatneouvTal oTa
MIKPA Bpé@n TTOU UITOPEL VA TTAIPVOUV XAPAKTNPIOTIKN B€0N UTIEPEKTACNG TOU AUXEVa
(omoBoTovog) mpoomabwvTtag va BeAtiwoouv tnv eicodo aépa.?2 O BAxag, Wlaitepa
oTa PIKpdA TTaldid, €XEL XAPAKTNPIOTIKN METAAAIKE/UAaKwEN Xpold (seal-bark), evw ota
MEYaAUTEPQ €ival ETTIMOVOC, N TTAPAYWYIKOS KAl OQEIAeTAL O€ £peOIOUO TNE TPpAXEiaC.
Mmopei va cuvunidpxel cuptypdg, ypoi pdyxol, UTEpSIATAoN TIVEUOVWY, UETAVACTEUTIKH
atehekTacia r UTOTPOTALOVOEC TIVEUOVIEC. AOYW TWV ATTOPPAKTIKWY CUUTTTWUATWY
n €lkéva pmopei va ekAngOei wg acbua.?

2TIG MLOEG TIEPITTOU TIEPITTWOELG CUVUTIAPXOUV CUUTITWHATA Ao TNV TiEon Tov oOl-
co@ayou.? Ta Bpéen mapouctalouv Suckolia oTn GiTion, UéTouC Kat KabuoTtépnon
OWHATIKNAC avénonc. Meyahutepa maidid epgavifouv Suokatamoaoia oTIC OTEPEES TPOPEC.

Ayyelakoi SakTUAoL TToU SnUIoupyoUV EAAXIOTA TIIECTIKA Qaivopeva pmopei va dia-
yvwoToUv otny eviko {wrj o€ aoBeveic pe Suapayia ri A avamveUOTIKA CUUTTWATAL
H epgpavion abnpwuaTikwv aAAoWCEWY oTNV eVAAIKO {wr MEWWVEL TNV evevdoTOTNTA
Tou AA pE amoTENECUA EVTOVOTEPA TIIECTIKA PAIVOUEVA OTIC YEITOVIKEC AVOTOMIKEC
Sopéc (Tpaxeia/olco@Ayog) Kat EKOAWGoN CUPTITWHATOAOYIAC (CUXVOTEPA SuoPayia).

AIATNQZH

AR akTivoypagia Owpaka

Amotelei Tnv mpwTn Kat mo cuyvr e€€taon. Amartouvtat mpooBiomicBia kat mAdyla
AYN pe xprion uwnAwv kV yia kaAitepn amelkdvion Twv agpaywywv. EAéyxetat mpo-
OEKTIKA N TTOPEia TNG Tpaxeiag Kat Tng avatopiag tou pecobwpakiou. H aktivoypagia
Bwpaka pmopei va amokaAuel SimAoé 1 6e€16 aopTikd 16€0, unepdidtaon tou Se€lov
(avwpaAn aploTepr TIVEVOVIKN apTnpia) i Kat Twv SVo Veupovwy, TPdoB1o ENEILA
™G TPpaxeiag o mAayla Ajyn (avwpain avwvupog aptnpia). Eivat Btk o€ 90-95%
TWV TIEPIMTWOEWV.2

Owoopayoypd@nua (Baptovyo yeuua)

Eival n o xproiun e&étaon mpwing YPAUMAS e TNV Tpolnobeon va emiteuyOei
IKAVOTIOINTIKH TTARPWGCN TOU 0l100@Ayou Kal va mephapBdvovtal mpdobieg, MAAYIEC Kal
Ao&éc Apelg, pokelpévou va avadelxBouv eAeiupaTa TARPWONG CUMPBATA e TOUG
Sldpopouc Tumoug AA.%

Ynepnxokapdioypaenua pe éyxpwpo Doppler

Anotelei e€€Taon MOV TTPETTEL VA CUPITANPWVEL TOV EAeyX0 aoBevoUC e AA TTPOKEL-
pévou va S1eukpiviaBei Tuxov ouvumapén ouvodoul cuyyevouc kapdlomabelag (Etkova
10) Napdia autd, TGo0 N avayvwplon, 600 Kal 0 akpIPri¢ KaBoplopog TNG avatopiog
Tou AA e€apTwvTat kal amd 1o €ido¢ TNG avwHAAAC -avaToIKA OTOIXEO XWPEIG AlUATIKE
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EIKONA 10. Neoyvo pe iAo aoptikd 160, emikpdtnon tou e€lov aoptikol Toou.
RAA: 816 aopTiko T0&o LAA: aplotepo aopTikd T0&o

pon, OTIWG 0 APTNPLaKOC cuVOeaHOC avayvwpilovtal SUOKOAA- Kal amd TV gUnelpia
Tou e€etaoTn. H evaioBbnaia kupaivetat and 30-100%.728

Ayyeloypagia

‘Hrtav n e€€taon emAoyn¢ yia tn Siayvwon Kat TNV TTPOEYXEIPNTIKN EKTIUNON OTO
mapeBov, kabw¢ mpoaodlopilel pe akpiela TNV avatopia Twy ayyeiwv Kat Tuxov Guvu-
nmapyouoa kapdiomdBeia. Exel eykataAngOsi emeldn eival aipatnpr, ekBétel Tov aoBevry
o€ pneyaleg dodoelc aktivoPoliac. H epappoyr Tng evOeikvuTal HOVO TTPOEYXEIPNTIKA ETTT
AUPIBOAIWV WE TTPOC TNV AILOSUVAUIKT TwV ayyeiwv Tou AA.'

AoVIKN Kal payvnTIKN ayeloypagia

Mpokettal yia pn enepPatikég peBodouc pe uPnAn evaiodnaoia (100%) mou amote-
Aouv onjuepa péBodo emoync yia tn Sidyvwon AA Kal To oXeSIAOUO TNE XEIPOUPYIKNAG
AvVTIPETWIONG.>*° Mpoo@pépouv e€AIPETIKNA TPIOSIAOTATN EIKOVA TN AKPIBOUC avaTopiag
TWV ayyeiwv KaBW¢ Kat Twv OXECEWV TOUG UE TIC OOUEC TNG TPAXEIAS KAL TOU OLCOQAYOU,
pe SuvatoTnTa SUVAUIKAG amEIKOVIoNG (EIKOVIKA Bpoyxookomnon).”3! Yidpxel Sidotaon
AmOYEWV WC TPOC TN HEB0SO eMAOYNC.32 ZNUAVTIKOTEPO PEIOVEKTNA TNE AOVIKNAC TO-
poypagiag (CT) sival n ékBeon o€ akTivoPBolia, Evw TNG payvnTIKAG Topoypagiac (MRI)
N HeyYaAUTepN Sidpkela e€€Taong pe avAaykn xoprynong avaiotnoiag o aoBeveic avén-
Mévou KivoUvou.'*24 Kal o1 §U0o S1ayvwoTiKEG péBodolL HmopoUv va avTIKataoTioouV
EMTUXWG TNV KAACIKN ayyeloypagia (CT angiography — CTA, MR angiography — MRA).
Ot tprodiaotatec avacuBéoelc, mou gival duvatég kat e T Suo peBodouc umopouv va
SleukoAlvouv TV ameikévion TN BAABNC” e kABe mepimtwon, N emAoyn TnG pebddou
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Ba mpémel va e€atopikeVETAL AvANOYA PE TIC UTTOSOUEC KABE KEVTPOU, TIC IOIAITEPOTNTEC
Tou aoBevny Kal Ta €181KOTEPA EpWTAMATA.

Aopéc xwpic aukd kal ouvdeopol mou amotelouv otolxeia AA Sev ameikoviCovtal
ME TIC 1Mo Tavw pebodouc. H B€on Toug mBavoloyeital amd Toug Xapaktripeg Tou AA.

Bpoyxookomnon

H gukaumtn Bpoyxookdémnon umopei va Béoel mpwtn tn didyvwon tou AA KaBwg
ouxva mponyeital Twv AAwvV e£eTAGEWVY KaTtd Tn Slepelivnon TTASIWV LIE EIKOVA CLY IOV
XWwpic evpnuata otnv aktivoypagia OBwpaka. Ot meplocdtepot Mol AA xapaktnpilo-
vtal and opLlov evtuTiwpa oto TPocbio fi MPooBilomAdyLo ToixwHa TN TPAXEINC EVW
O€ AYKUAN TNE MVEUMOVIKAG apTnpiag To evtumwia ival opatd oto oriodio 1 to de€1o
Toiywua. Na m Stayvwon tng avwpaing avwvuung aptneiag pébodoc emioyrig gival
N BpoyxooKoémnon e AKAUMTO BPOYXOOKOTIILO.

2 & MePIMTWOELG Slayvwouévou AA n BPoyXooKOTINGN UIMOPEL va TIPOCPEPEL TTAN-
POPOPIEC yla TUXOV CUVUTIAPXOUGCEC AVWHAAIEC TNG Tpaxeiag (Tpaxelopaldkuvon,
oTévwon).3*3¢ EmPBANETAL TTPOEYXEIPNTIKA O€ S1AyVWOon ayKUANG TIVEUUOVIKA G aptnpiag
AOyw TG UPNANC cuxvoTnTag cuvuTapéng coapou Babuol otévwong Tng Tpaxeiac.’’

AoKIpaoieg MVEVHOVIKAG AglToupYiag

Eikéva un petafarlopevng anogpaéng kevipikol agpaywyou (central airway fixed
obstruction) pe peiwon TNG YEYIOTNC EKTIVEVCTIKNG pori¢ (PEF) kat emmédwon TG &1-
OTIVEUOTIKNC KAl EKTTVEUCTIKAC KAUITOANG poN¢ — Oykou B£Touv Tnv umtdévola AA.3#* O
€NEYXOC TNG TIVEUUOVIKNG AslToupyiag pmopei emiong va fonBroet otnv emAoyr ouvn-
PNTIKNG i XELPOUPYIKAG QVTILETWTIONG avayvwpifovTag ta madid Je €IKOVA PETPLAG
anopa&ng mou iowe BeAtiwBei pe tnv mapodo tou xpdvou.*

MPOTENETIKH AIATNQXH

H umepnxoypa@ikn mpoyevetikn didyvwon AA gival EQIKTH L€ TIPOCEKTIKN TTapaA-
THPNON TWV PEYAAWYV ayyeiwv Tou aopTikoL TO&ou Kal TnG Tpaxeiac.* H avayvwpion
TWV AVWHONWYV (MEPOVWHEVWY 1) 0 cuvOUAONO e kapdlomabela) xpelaleTal ouvhBwg
TTEPAITEPW EAEYXO HE KAPUATUTIO KAl YEVETIKN KaBodrjynon. Metd tn yévvnon empBai-
AETAI TTPOCEKTIKN TTAPAKOAOUONON YIla TUXOV CUUTTTWATA ATTOQEA&NG aEpaywywy A
duogayia.

ANTIMETQMIZH

E€aptdtaiand tn faputnta Twv cupmTwpdtwy. Acupntwuatikoi AA &g xpeialovtal
Bepamneia. AA pe Ama cupmTwPaToAoyia avTigeTwri(ovTtal KaT apxfiVv CUVTNPNTIKA HE
oiTioNn UE pvoyaoTpikd KABEeTHPa Kal xopriynon avTtiBIoTIKwY o€ epimtwon Aoiuwéng.
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AA mou ekdnAwvovTal pe oofapr avamveuoTikr SUOXEPELQ, EmavelAnuuéva emeloddla
anvolag, urroTPoTMAloVOEC TTIVEVHIOVIEC Kal coapd mpoBALaTa oiTiong Tou 0dnyouv o€
ELOPOPNOELG N KABUOTEPNON TNG AVENONG, EXOUV EVOEIEN XELPOUPYIKNAG AVTILETWITIONG.
H xelpoupyikn avtipeTwmon mephapfavel Statopr] Tou AA e i Xwpig aopTOTAACTIKNA
KOl TPAXEIOTMAACTIKH, AvAAOYa e TO BABUO TNEG GUVUTIAPXOUCAC TPAXEIAKN G OTEVWONG,
eV N mpooéyylon e€aptdtal and to €i60¢ Tou AA. 116214345

Ta tehevtaia Xpovia e@appolovtal BwpakookoTikég péBodol (VATS) kat otnv avTipe-
Twrmon Twv AA we AMlydTEPO MAPEUPATIKEC. Z€ APKETA KEVTPA XPNOIOTIOIOUVTAL YIA TN
Slatoun apTnPIoKWY cuVOECUWY, Oedopévou OTI YIa AYYEIAKEC SOUEC TTOU AIATWVOVTAL
Bewpeital aoparéoTtepn n Bwpakotour. XTnv mpdo@atn BiPAloypagia avagpépovTtal
TTEPITITWOELC AVTILETWTTIONC TALSIWV UE SITTAG aopTIKO TOEOo e VATS. #6047

MPOINQxH

H xelpoupyIKr aVTIHETWTIION £ival Ao@ANAG KAl N XEPOUPYIKY BvnTdTNTa Pndevikn
otav dev suvumapyel ouyyevic kapdlomdBela. H peteyxeipntikn mepiodoc amartei mpo-
OEKTIKN @povTida Pe yevikr BvntdtnTa XaunAn (1-2%) mou dpwg arAdlel onpavtika
(10-15%) otav amarteitat mTapAANAa eKTETAEVN XEIPOUPYIKH S10pBwon TNG TPaxEiag. 849
Z1anmeploodTEPa maAdId Ta OITIOTIKA TTPOBARLATA UTTOXWPEOUV GNUAVTIKA AUECWE UETA
NV eméuPaocn, VW o OLYUOC UTTOPEL va ETTIPEIVEL YIA U VEC.

Ta debopéva amod HENETEG LAKPOXPOVIAG HETEYXEIPNTIKAG TTAPAKOAOUONOoNG £lon-
youvTal 6Tt 70-75% Twv maibiwv eival TeAeiwg eEAeVBePA AVATTVEUOTIKWY CUUTTTWUATWY
1 xpdvo peta tnv eméppaon. £to 8-10% twv madiv Ta CUMMTTWHATA EMUEVOUV TIAPA TN
XElPpoupyIKNA S16pBwon kat o@eilovtal 0Tn cuvunapén Kal mapapovr motkiAlou Babuov
Tpaxelopaldkuvong. Meyahutepeg mMBavoTNTEG EMUOVAG AVATTVEUCTIKWY GUUTTTWHUG-
Twv gugavifouv matdid mou xelpoupyndnkav v TNV NAKIA Twv 6 UNVWV (EVOEIKTIKO
1Slaitepa coPaprg UTTOKEIEVNG AVATOUIKAG avwpaliag) Kal 60a XelpoupyouvTal o€
nAIkia peyaAUtepn Twv 3 eTwv (dev avapévetal ISlaitepn mepaitépw BeAtiwon Tng
ouvodou Tpaxelopaidkuvong). Maidid mou xelpoupyouvTal yia ayKUAN TIVEUHOVIKIG
aptnpiag éxouv Katd kavova cofapr] UMOKEievn avatopikn BAARN TG Tpaxeiag Kat
KATA OUVETTEID AVAIEVORIEVN UTTOAEIUMATIKT) CUUTTTWATOAOYIQ, 1237434450

Mapd TNV uTTOXWPENON TWV CUPMTWHATWY, apKeToi aoBeveiG epgavi{ouv CUUTTW-
pata o€ oUVONKEG €vtovng doknong / avnouxiag kal oTolxeia amoepaéng Katd Tov
EMAVENEYXO TNE TIVEUUOVIKAG AEITOUPYIAC EVW ONUAVTIKOCG aplOUoC ekdnAWVeL BpoyXIKh
UTTEPATIAVTNTIKOTNTA.>>2

SYMMEPAXMATA

SUPNTTWHATA OTIWE O BrXAC, O GIYHOC KAl Ol EUETOI €ival cuvnBiopéva ota Ppégn Kal
aBwa, aA\a o€ eNAXI0TEG TIEPIMTTWOELG EVBUVETAL évag AA. H Stayvwon amarttei upnAo
BaBuo umoPiag kal apKeTEC PopEC emPBePalwveTal e ATTAR aKTIVoypagia Bwpaka Kal
oloopayoypd@nua. H Bpoyxookdmnon umopei va B¢ost mpwtn tnv umoyia AA kabwg
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mponyeital ouxvd twv dAwv e€etdoswv katd tn Slgpevivnon mMadlWV HE CLyHo Kal
apvntikni o/a Bwpaka. H a§ovikr kal n payvnTiky ayyeloypagia amotehouv pebddoug
€MAOYNG yla T S1dyvwon Kal To oXeSIAOHO XEIPOUPYIKAC AVTIMETWTIONG. O TTIPOEYXEL-
PNTIKOG €AeyX0G TTpEmel va mepAapBdavel umepnxokapdloypd@npa Kat BpoyxooKomn-
on. H coPapdtnta Twv CUPNMTWHATWY ATTOTEAEL TO KPITHPIO0 EMAOYHC CUVTNPENTIKAC N
XELPOUPYIKAC avTIeTWITIONG. H XElpoupyikn Tpooéyyion Slagoporoleital avaloya pe
TOV AVATOUIKO TUTTO Tou AA Kal £XEL APLOTN TTPOYVWON EKTOG ATTIO TIG TIEPITTTWOELG TTOU
OUVUTTAPXEL OUYYEVIG KapSlomabela ri cofapr] 0Tévwon TN Tpaxeiac.

EYXAPIXTIEX

Euxaplotolpue tnv ka Kuplakn MamadomoUhiou — Aeyuméhou, Aéktopa Maidiatpl-
kn¢-Naidiatpikric Kapdiodoyiag A.M.0., yia Tnv euyevikn mapaxwpnon tn¢ Eikévag 10.
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ZUYYEvH¢ atpnoia olco@ayov
KAl TpAaYEI0-0100(QAaYIKO oUpiyyio

Baocihelog Ndampog, Ztuhiavr) Avépovikou

H ouyyevric atpnaoia tou olcogpdayou (AO) sival cofapn SiapapTtia Sidmiacng mou
amaitei dpeon 816pbwon. NpooBaiiel 1 ota 2.400 £wc 4.500 dtopa.' Ag @aivetal va
UTTAPXEL YEWYPAPIKN 1} TANBUCUIOKN Katavopn. X dnpoacieuon mou mapouctddlel TV
eménuioloyia Tng AO og S1APopEC XWPEC KATA TN XPOVIKN epiodo 1970-79, avagpé-
peTal HIKpOTEPOC eMITOAAGOC 0Tn NopPnyia (1,82/10.000 yevvroelc) kat Tn Zoundia
2,67/10.000, peyahutepog otnv ItaAia 3,88/10.000, aAld kat tn OwvAavdia 4,1/10.000.%3
Ot idlot ouyypageic? avagépouv 0TI Ta veoyvd e AO mapouotdalouv cuxvotepa Xapnho
Bapoc yévvnonc Kal TpowpoTNTa. ZUYKEKPIPéVa SlamioTwaoav OTL To BApoc yévvnong
ntav 500-1000 g pIKpOTEPO aTd Ta PUGIOAOYIKA VEOYVA Yla avTioTolxn NAKIA KUNOEWE.2
Ot Depaepe kal ouv* mapatipnoav Peiwon tng ouxvotTnTag Twv yevvnoewv pe AO Kal
TPAXEIOOITOPAYIKO cupiyylo (TOX) peta&u 1980-1988 oe Sidpopeg XwpeS TNG Eupwngc.
Edv amokAELOTOUV Ol TTEPIMTTWOELG XPWHOOWUIKWY avwHaAlwy, Sev urtdpxel anddelén
yta oUvéeon NG AO/TOX pe TV nAkkia TnG untépac. Qotooo, gaivetal va cuvdéstal
pe avénuévo kivbuvo yia AO, 0 HIKPOC aplBUdC TOKWV.2

EMBPYOAOTIA

Tnv 22" nuépa KUNONG 0TN paxlaia TTAEUPA TOU APXEYOVOU EVTEPOU TTApATNPEITAL N
MEON POPULYYIKK AUAAKQ, TTOU £EENIOCETAL OTOV AVATIVEUOTIKG KAl TOV TIEMTIKO GwARva. Ot
600 CWANVEC avanmTuooovTal ave€apTNTA PHECW TNG AvATTTUENC PeCEYXVUUATOC. ZUUQWVA
ME TNV emkpatéotepn Bewpia,’ petadl Twv U0 CWARVWY AVATTTUCOETAL A CUVOEDH TTIOU
o0nyei 6to TOZ. H urtep oAtk avantuén loTou pmopei va odnyrnoel oTnv eVowPATWwon
TOU 0100PAYOoU 0To o100 ToiX WA TNG TPpaxeiag.® Ymep oAk avanmtuén pecsyxua-
To¢ Snuioupyei Tdon kal pnén Tou olcoPdyou, SnuloupywvTtag atpnoia.’ Tautdxpova

Neoyvoloyikry KAwvikij Mavemotnuiov lwavvivwy, MMTN lwavvivwv

AMnAoypaeia: Ztudiavr Avépovikou, sandroni@cc.uoi.gr
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ME AUTAV TN CGUYYEVH avwlaAia uTTdpxouv SOULKEC Kal AEITOUPYIKEG OlaTapaxES, TOOO
oTNV TPAXEia GO Kal Tov 0160¢AYO, TTOU UBUVOVTAI YIA TIG LOKPOXPOVIEG SlaTapaxEC
mou epavifovtal YeTd T Xelpoupytkn 810pBwan. H tpayeia kal YeTd To XElpoupyeio
Slatnpei oxrua U kat ektetapévo pepPpavwdeg omicBlo TURua, o oUYKPLON UE TO
@uololoyikéd C-oxrjua kat to Bpaxy pepBpavwdec. Autd odnyei og tpaxelopaldkuvon
TOIKIANG BapUTNTAC TTOU UITOPE( VO GUVUTTAPXEL LIE ATTWAELD TOU KPOOOWTOU emMBnAiou
K0l TOU TTAAKWSOUC TTOU OTEPEITAI KOOOOWTWY KAl KAAUKOEISWV KUTTAPWV, KUPIWE 0TO
omioBio puwdeg Toixwua TS mePLOXC YUPW armmd To oTouto Tou TOZ, av Kal UImopEi va unv
gival evTomouéVo alAd yevikeUEVO.S H 1blaitepdtnTa Tou mapatnpeital oto emOnRAlo
pmopei va amotelei Sopikn avwpaAia aAd dnutoupyeital emiong deutepomabwe Adyw
TWV EICPOPHOEWV Kal TNG EMAKOAOUONC Xpoviag evdoPpoyXIKng Aoipwéng.®

‘Exetl avagpepBOei dlatapayr Tou PUEVTEPLIKOU TTAEYUATOG OTOV 0100@QAYO WE Slatapayn
TOU TIEPIOTAATIOHOU KAl MEIWON TNG AEITOUPYIKOTNTAG TOU KATWTEPOU OLOOPAYIKOU
oQIYKTAPa. loTormaBoloyikn HeAéTn €del€e peiwon Tou mMAéyuatog Auerbach kat Tou
YAOTPIKOU TTAEYHATOC KAl SOUIKEG SlaTapaxég 0Tov olooPayo,” mou mepINapUfavouv
TMOBOAOYIKA PUTKA TUAOTA KAl TPAXEIOBPOYXIKA UTIOAEIUMATA Ta OTToia Umopei va oupd-
Aouv og Slatapayxn TS Asttoupyiag tou olooydyou.t Emiong, £xel avagpepBei ouvomapén
AO e ouyyevr] OTEVWON TOU 0100PAyou.’ ANEC GUYYEVEIC avwalieg cuvunidpxouv
070 25% twv acBevwv pe AO/TOZ. Auénuévn cuxvotnta (50-70%) cuvodwv CuUYYEVWV
AvVWHOAWY €xel avapepBei oToug aoBeveic pe pepovwuévn atpnoia olcogayou (AO). Ot
TTIO CUXVEG OUYYEVEIG avwalieg mou cuvdéovtal pe AO/TOZ gival otnv kapdid (35%),
TO OUPOTIOINTIKO-YEVWNTIKO cUOTNMA (24%), TO TTEMTIKO (24%), TO OKEAETIKS (13%)
Kl TO KEVTPIKO VEUPIKO auoTnpa (10%) (Mivakag 1).' Tautdxpovn mapoucia autwv
TWV avwpaAiwyv odnyei oto cuvéuaoud VACTERL [Vertebral (omévdulol), Anal (0p66),
Cardiac (kapdid), Tracheooesophageal fistula (TOZ), Renal (ve@poi), Limbs (dkpa)l,
mou mOavov ogeiletal og dlatapayr Katd Tnv BAAcToyéveon TG KEONC YPAUUNG Kal
pmopei va ouvdéetal pe AMEG Slatapaxég avamtuéng Tou avanveuoTikol dévdpou.'®

JUxVvO e0pnUa o€ BPOYXOOKOTTHOELG VEOYVWV ATTOTENE( O ToaXEIaKAG BodyX0G (EKTOTIOG
Bpoyxog mou ekpLeTal ameuBeiag amd To MAAyLO ToiXwHA TG TPAXEIAC) Kat n amouaoia
AoPBaiou Bpdyxou yia Tov dvw 6e€16 Ao 6.6 AlAPOopPEC OUYYEVEIC AVWHANIEG TwV TTVEU-
povwy (metaloeldn¢ mvelpovag, ouyyevhg adevouatoeldng duomiacia) Suvavtal va
ouvunapyouv pe AO/anw TOZ, olco@ayopoyxikd cupiyylo Kal Tpo-0wdekadaKTUAIKO
TIAYKPEAG, TTOU €X0OuV ovopaoTel Suomaoieg apyéyovou eviépov.' O metaloeldrig mvelo-
vag amoTtelei omavia cuyyevn avwpalia ou éxel meplypagei pe to cuvduaouo VACTERL,
Kal to TOZ w¢ oTolyeio Tou cuvduacpoL.' To oloo@ayopoyXikd cupiyylo gival pépog
ouadag avwpaAwy TIoU avagépovTal wG BPoyXOTVEUUOVIKEG SuoTAaTies apxéyovou
EVTEPOU OTIG oTToieg emiong mepIAapBdvovTal n ouyyevig adevopatoeldric Suomiacia,
TO TIVEUUOVIKO AmmOAUQ, O ETTIKOUPIKOC TIVEURIOVAG Kal Ol KUOTELG SimAaciaciol Tou
AeMTOU EVTEPOU. ZUUPWVA LE TN BEwpia TOU TIPOTEIVETAL AVAPOPIKA UE TNV TaBoyévela
Twv SUOTIAQCIWYV TOU APXEYOVOU EVTEPOU, UTTAPXEL UTTEPAPIOUN TIVEUUOVIKH KATABOAN
TTOU PETAVAOTEVEL paylaia Kat Yrmopei va odnyrioel oTic avapepOeveC SUOTIAACIEG UE/N
XWpI¢ emkolvwvia Pe Tov Amw olcogdyo.'?
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Z1ov Mivaka 1 mapatiBevtal cuvonTikd Ta anoteAéopata and 3 peydAAeg emdnp-
ONOYIKEC PENETEC TTOU TTPOoEyyloav emdnutoloyika tnv AO/TOX katd tn dekaetia Tou
1980 1} Kal vwpitepa. 2413

H aitiohoyia tng AO kal Tou TOZ Sev €xel SieukpvioBei. Edv éva veoyvo yevvnBei
pe AO/TOX xwpig loTopikd mponyoUuevou AO/TOZ o Kivduvog UTTIOTPOTING O€ EMOUEVN
KUnon givat 1%."*H ouxvotnta oe didupa dev umepPaivel To 2,5%, Tou gival evOEIKTIKO
OTL ol yeveTikoi mapdyovteg dev maiCouv onpavtikd polo. EviouTolg, eI0IKEC Xpwo-
OWUIKEG avwHaliec (18 kat 21) gaivetal va mpodlabétouv otnv eppavion AO/TOZ.™

MINAKAX 1. Emdnuioloyikd otoixeia AO/TOX

Depaepe et al* Robert et al? Torfs et al™
lewypagikn ©éon Eupwrin Maykéopla Kahipopvia
ZUVOAO YeVVOEWV 1.546.989 10.541.994 1.035.384
Xpovikn mepiodog 1980-88 1965-75 1983-88

ZwvTa veoyvd, ZwvTa veoyvd ZWvTa veoyvd Kal

euPpuikoi Bavatol  Nekpd éuppua vekpd éufpua
Tomoc riguoyios eanofoléc - pemuiadnonc

eBdopadeg i peya-
NoTepa

Ap1Buog 442 2.693 292
>uxvotnta /10.000 2,86 2,55 2,82
100 oovchou o mepmaon - 450% 57.3% 3B7%
‘?')cl));\;) (epovwpveg mepuTTooELC AO/ 62% Aappev 56.5% dppev 52.2% dppev
XPWHOOWUIKEG AVWHANEG

Tplowpia 13 1 2 1

Tplowpia 18 21 87 19

Tplowpia 21 22 72 8

ANeC 0 3 1
Juvolo 44 (10.0%) 170 (63%) 29 (9.6%)
Juvobd ouvdpopa / ANNeG SuoTAaoiEC

Kapd&iakég 20,4% 13,2% 34%

Neppikég 14,0% 4,9% -

KN - 1,4% -
eSS a :

Avonhaoisg dkpwv 19,2% 4,7% -

Atpnoia opBou/cTévwon 11,6% 10,4% 16,4%

AvwuoAiEG YEVVNTIKOU CWARva 3,0% 2,9% -

O@BaluIkéC Slatapayég - 1,2% -

AaywxeNog / A ukdoTopa 3,4% 2,9% -




124 B. NMdmpoc kat . Avépovikou

Mrmopei emiong va ocuvurdpyxel pe didgopa cuvopoua, 6mwe to DiGeorge, Down, Pierre
Robin, CHARGE, koAéBwpa iptdag, kapdiakd eANeippaTa, atpnaoia pvVIKWwy Xoavwy,
avantulakn kaBuoTtépnon, YeVETIKN urtomAacia n pe Suomaciec wtoc.” MNpoopata
TautomolOnkav tpia diagpopetikd yovidia (N-MYC, SOX2, CHD7) og 3 cuvdpoua
[Finegold, AEG (anopthalmia-oesophageal-genital) kat CHARGE] mmou eumAékovtal
artioAoyikd pe tnv AO kai o TOZ. Ze poptaké emninedo to yovidio Shh (sonic hedge-
hog) @aivetal va gival onUavTiko yla TNV avantuén Tou apx£yovou eVTEPOU Kal TN
Slagopomoinon tou. Ot lwawvidng Kal cuVeEPYATEC TTAPATHPENCAY AVACTPOPH OTNV
ékgppaon Tou Shh katd 1o otddlo SlaxwpIoUoU OTO TPAXEIO-0100PAYIKO £minedo,
pe ekdnAwon AO/TOL."> Metaldéelg | eNeippata otnv 066 onpatoddétnong Shh
odnyouv og @aivotuno VACTERL.'® Emtiong, mBavog unxaviopog ya tnv maboyévela
AO/TOX Bewpeital To ENAEIPUA OTNV EKPPACN TNG ONUATOSOTNONG TNG OOTIKAG HOpP-
@omoINTIKAG MpwTteivng.”

TA=ZINOMHZXH AO/TOZ - MAGOQYZIOAOTIA

‘Exouv xpnotpomoinBei Sidpopa cuatrpata tagivopnong tng AO. Qotooo, yia armo-
LY CoLUYXUOoNG Qaivetal va gival TPOTIUOTEPO O KAIVIKOG va OiVEL TTEPLYPAPIKN EIKOVA
™G avatopikng BAAPNG. To cuoTNHa Ta&vopNong Tou XPNOIoTOoLE(TaL CUXVOTEPA Eival
autoé tou Gross'® 1o omoio mepIAapBAvel TOUC TTAPAKATW 6 TUTTOUC.

Tomog A: AO xwpic oupiyylo 1} kaBapr olco@ayikn atpnaia

Tumocg B: AO pe eyyug TOX

Tumog C: AO pe dnw TOX

Tumog D: AO pe gyyug kat anmw TOX

Tumocg E: TOX xwpic AO n oupiyyto tumou H

TUmog F: cuyyevng O0TEVWON 0100PAYOU

Juyvd xpnotpomoleital kai n taivounon katd Vogt (Etkova 1)." To éuBpuo pe AO
Oev Umopei va KataTiel amoTEAECUATIKA ApVIOKO LYpPO, €181KA o€ amoucia TOZ. Y& me-
pimtwon AO pe meplpepiko TOX kamola moodTNTA Apviakol uypol mbavd Siépyxetal
TNV Tpaxeia Kat Héow Tou cuplyyiou TTEpVAEL 0TO €vTEPO. Q¢ ATTOTEAECHA AUTWY TWV
aAAaywv 0TV avaKUKAWGHN TOU ApVIAKOU UYPOU UITOPEL va EPPaVIOTE TOALUOPAUVIO
TTOU UTTOPE( va gival aiTio mPowpOou TOKETOU.

To veoyvo pe Tnv AO Adyw aduvapiag katdmoonc epgavilel moAd appwdn cdAia
070 oTOMa. Elopd@non odhiou R YAAAKTOC urmopei va odnynoel o€ Tiveuovia ano €10-
ponon. Qotdoo, ol Mvelpoveg Tou veoyvou pe AO kal mepipepiko TO gival emiong
EKTIOEEVOL O€ YOO TPIKEG EKKPIOELC. EMTAéov, aépag amo Tnv Tpayeia umopei va mepdoel
01O OToMdKL 6TAV TO VEOYVO KAdiel i BpiokeTal € PNXAVIKO AEPIOUO, TTOU UTTOPEL va
odnynoel o€ yaoTtplkn d1dtpnon, eviote Bavatneopo.

AIATNQZH

H S1dyvwon umopsi va yivel mpoyevvnTIKA 1} META TN Yévvnon.?’ H mpoyevvnTikn
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S1dyvwon TiBetal pe LTTEPNXOUC KAl TIPETIEL VO 0ONYNOEL OE TOKETO O€ EI8IKO KEVTPO HE
KATAMNAN xelpoupytkr unmodopn. H evnuépwon twv yovéwv TIPETEL VA YiveTal PETA
amo evdelexn €leyxo yla cuvodoUg cuyyeveig avwpalieg. H mpoyevvntikn Sidyvwon
BonBa otnv amouyn oitiong Kal Twv EMAKOAOUBWY EIGPOPHOEWV. XTIC TTEPIOCOTEPEC
nmepimtwoelc AO opwc, n didyvwon Sev TiBetal mpoyevvnTIKA. AMWOTE, pévo 1o 50%
TWV EUPPLWV LIE UTIEPNXOYPAPIKA guprpaTa eVOEIKTIKA AO, emPBefalwvovTal HETA TN
yévvnon.”'

H urroia yia AO tiBeTal apéowd PeTd TN Yévvnon Tav UTIAPXEL CIENOPPOLA, 1} EMAVEL-
Anupéva emeloddia Brixa Le mviypovn, Tapodikh KUAVwGn Kal avanveuoTIKY SUoxEpela
otnVv mpoondbela oitiong cuvVTopa PETA TN Yévvnon.? H Siayvwon emPBefalwveral pe
TNV aduvapia mpowbBnong pivoyaoTplkol KaBeTrpa Pe TNV aiobnon avtiotaong oto
TUPAS Avw 0100PAYIKO KOAOPWA, EAEYXOC TTOU TIPETIEL VA YiveTAl 0 OAA Ta VEOoyvd
OUEOWC KETA TN Yévvnon. H amAn aktivoypagia Bwpaka kat kothiag prmopei va Seifel tn
omelpoeldn B€on Tou pvoyaoTpIKoU KABETAPA 0TO AVW TUPAS TUAR LA TOU OLGOPAYOU.

EIKONA 1. Ta§ivounon AO/TOZ. Emavw apiotepd A: AO (Gross ta&ivopnon A, Vogt taivo-
pnon 2) cuxvotnta 8%. Emdvw kévtpo B: Eyyug TOZ, dnw AO (katd Gross B, katd Vogt 3A),
ouxvotnta 0.8%. Emavw &e€14, C: Arw TOZ, eyyug AO (katd Gross C, katd Vogt 3B), cuyxvo-
™NTa 88.5%. Katw apiotepd D: Eyyug kat dnw TOX (katd Gross D, katd Vogt BC), cuxvétnta
1.4%. Katw 6€€1d: TOX xwpic AO rj H tumo (katd Gross E), cuxvotnta 4%.
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Mivakag 2. Emm\okég tou AO/TOZ 238

Auvénon
AvaoTouwTIKA Slappor
Auvopayia

Oloo@ayikn Tepio@iEn

ron

AVOATIVEUOTIKEG EMITTAOKEC

Tpaxelopahdkuvon

Ynotpomalov TOX

YnotpomAlouoEg aVAMVEUOTIKEG
Mopwéelg

JUPLYHOG
AvamveuaoTikh Aettovpyia

Avwualia oto Bwpaka

Ovntétnta

Meiwon Bdpoug kat bPoug avdloya e T XEIPOUPYIKN TEXVIKN, BApog <25n
€.0., UPo¢ <5n €.6. 010 50% Ta TPWTA 5 XPovia {wNC.

17% mpwipn emmAoK). To 95% UNOXWPEI AUTOMOTA I LUE TIAEVPIKT| TTAPOXETEL-
on, 1o 50% mepio@i€n ry umotpor TOX.

AvwpaAn olcogayikn mepioTalon oto 75-100%. Zuxva mapousia akivntou
TUAMATOG pE AoUYXPOVEG OUCTIAOELG.

Napatnpeitat oto 6-40% Twv aoBevwv pe AO/TOE, SlapopodiayvwoKeTal amd
™ oTévwon. H ol00@ayIkr 0TéVWon 0QeiNETAL OE EKTOTIO I0TO OTO AMWTEPO
TUAMA TOU 0100QAYoU (0UVRBWE EVEOTOIKWHATIKOG XOVOPOC). AKTIVOAOYIKA

N AVAOTOPWON QaiveTal oTeEVOTEPN, AANA S Bewpeital mepio@in, ekTdC av
TPOoKaAei Aertoupyikn amdepaén. H avaotopwtikn mepio@ién gival ouxvr 6tav
10 S1dotnua petady Twv SU0 Ol1COPAYIKWY TUNHATWY gival >2,5 cm. Mo cuxvi
otoug tumouc A, C, D.

AlamoTwWveTal 0To 35-58% Twv madiwv. Kavoog meplotactakda. Aitio n idloma-
B¢ KivnTikr) Suchettoupyia Tou o1GoPAayou Kal To Bpayl eVEOKOIAIOKO TURHA
Tou. Mpokalei meplo@ielg, el6poPnon Tmou odnyei o€ Tveupovia, BPOYXIKNA
unepamavtnTKOTNTa. lowg amvola Kat KuavwTikd emeloodia og Bpépn, aduva-
pia mpdoAnYng Bdpoug.

To 46% Twv a0Bevwv (95% TUNOG C) pe EMMAOKEG avaNVEUOTIKOU, 19%
unotpomalouoa mveuvpovia, 10% glopdpnon, 13% mviypod, TAon yla €UETo,
Kudvwon pe tn oition. Yrokeipeva aitia: FOM (74%), tpayelopaiakuvon (13%),
unotpomadov TOX (13%) kat mepio@ién (10%).

Eivat mapoUoa 010 75% Twv acBevwy, KAIVIKA onuavtikn oo 10-20%,
Bektiwvetal pe TNV nAikia. L& ooPapn Tpaxelopaldkuvon enelcddia Bavatou,
META TO 20 - 30 prva {wnc. TPaxelako EKKOATWHA, 0To omioBio Toixwia g
Tpaxeiag, otn B€on S16pBwang Tou cuplyyiou, mapepmodilel TNV KdBapon Twv
agpaywywv

Ava@épetal 0To 9%, 2-18 Urveg YETA TN XElpoupyikh S1dpBwon. Alapopodia-
yvwon amné 20 cupiyylo mou mpEmel va S1ayVWOoKeTaAL BPOyXOOKOTIKA TIpIV TN
S16pOwon. Zmavidtepo o aoBeVeiC e ENAXIOTN KIVNTOTMOINGON TOU 0l00PAyou,
Kl TENIKO-TENIKA avaoTopwon He SlakeKoupéva paupata. ZuxvoTepo 6tav
OUVUTTAPXEI CUYYEVHG O100QAYIKA OTEVWON.

Eival ouxvég LETEYXELPNTIKA, pEWvVovTal PE TV TTdpodo Tou xpdvou. To 85%
TWV TTAUSIWV EXEL VOONAEUTEI Y1 TIVEUHOVIA € CUUTTWUATA TTAPATETAUEVOU
Brixa otn Bpepikn NAIKia Kat 25% UETA TNV NAIKIA TwV 8 ETWV.

EkSnAwvetal oe ouxvotnTta 0-26%, To aitio Sev ival capég. To 14% Ttwv evnhi-
KwV pe 10Ttopikd AO/TOX éxouv doBpa.

AlaTapay£g TVEUHOVIKAG AelToupyiag gival ouxvég o€ maudid Kat evnAikoug e
SlopBwpévo AO/TOZ, 16iwg dTav UTIEPXEL IOTOPLKS EI0POPNONG.

Méepovwpévn acuppeTpia Bwpaka Slamotwonke 0Tto 16%, okoAiwon 6% Kat
ouvbuacpo Twv V0 4%. AvwpaNieg Twv omovSUAwY 0To 19%, €€ autwv Bwpa-
KIKEG avwHOAieg To 42%. Htav o ouyvég o€ aoBeveig pe mponyneioa Bwpa-
KoTopn, a@aipgon MAeuPAE Kal S1axwpIopo Twv HUwV mpocbiou 05ovTwTol
Kal TAaTY paylaiou kaBwg kat Tou veuptkoU Siktuou. H okoAiwan emnpeddel
TNV TIVEUUOVIKN AEITOUPYid, UEIWVOVTAG TNV OAIKH XWPNTIKOTNTA TOU TTVEUHOVA
0710 88%. MpoodeuTIKr oKOAiWoN ToU amalTei xelpoupyikn S16pBwon meplopi-
(etat 0g aoBeveic pe ouyyeveic avwualieg omovSUAWV.

H Bvntotnta og 240 aoBeveic (1990-1997) ftav 9,2%. To 79% O& MPWIKOUG
VOOOKOUELOKOUG BavATOUE, TO UTTOAOLTTIO GE GUYYEVEIC aVWHANIES, KUPIwG
KapSIaKEG.
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Epdoov n AO cuvdudletal pe TOZ Ba untdpxel a€PAg OTO OTO OTOUAXL Kal 0To évtepo. H
amouoia aépa otnv KoIAld umodnAwvel Tnv amouoia TOX. EmPaN\etal n Siepevvnon yia
ouVoOEC ouyyeveic avwualied, 16iwg oTo Kapdlayyelakd cUOTNUA, TTOU N AVTUETWITION
TOUG UTTOPEL va EXEL TTPOTEPAIOTNTA KAL ATTO TNV AVTIMETWTIION Tov {Slou Tou AO/TOX. %

Ti¢ peyahutepeg SlayvwoTikéC SUOKOAIEC TTapouatdlel To cupiyylo Turou H.2223 O1 8i-
APOPEC SIOYVWOTIKEC TEXVIKEC SeV gival a&lOTTIOTEC Kal O EVTOTIOUOC TOU Cuplyyiou gival
Suoxepne. H diayvwon HETA TNV UPAvIon TOU TIPWTOU CUMMTWHATOG ouvnOwg yivetal
Me kaBuoTtépnon, To 810 Kal N XElPoupyIKn emépPBaon. Q¢ kKataAnAGTeEPN SlayvVwoTIKN
e€€taon Bewpeital n voBPoyxooKATNON, av Kal n XPron Tou AKauntou 3poyXooKoriou
TIPOOPEPEL KANUTEPN €IKOVA UE TN Suvatdtnta Slepelivnong Tou omTiagBiou TOXWHATOG TNG
Tpaxeiag pe v akpn Tou Kabetripa avappognonc.? Mpoogata éxel xpnolpomolndei oe
veoyvd n Tplodidotatn afovikn Topoypagia,” 6mwe Kat n uPNAAG EUKPIVELQE, pe emTuyia,
O& CUUTANPWHATIKS Sl1ayvwoTiko poAo. H Sidyvwon TOZ tumou H ouxvd dlagelyel kal yive-
Tal apyoTePA (UECOC XPOVOC SLAyvwong N XPOVOAOYIKH NAIKIA TwV 8 UNVWV). € OPICUEVEC
nePITTWOoElC N Sidyvwon tou TOZ Tumou H kaBuotepei moAu. Avagépetal mpwtodidyvwon o€
evNAIkouc.Z Tuxov BpoyxoyaoTpIKd ) BPoyxX0oolo0paylka cupiyyla Umopei va SlayvwoTouv
KaTd N S1dpKela TG eméuPaonc.®

ANTIMETQMNIZH

H avtipetwmon tng AO/TOX gival XELpoupyIKN.? Ta TEPIOCOTEPA VEOYVA XEIPOUPYOU-
VTAL VWPIC, TIC TPWTECG PEPEC {wNC He Slaxwptopo Tng AO Kal oloo@ayikr avadoéunon.
Eival amapaitntn n mpoeyxelpnTik KapSlohoyikr| ekTiunon S16TL o€ TEPIMTWON TTOU
urtdpyel 8€€1d aopTikd TO&O (2,5% TWV TIEPIMTWOEWV) N TTPOCEYYION €ival KAAUTEPN
péow aplotepnc BwpakoTounic.®

H avtipetwmon acBevwv pe AO kat peydho Sidotnua Peta&l Twv O100QayIKWV AKPWY
e€akohouBei va amoteel mpokAnon ywa tov maidoxelpoupyo. Oaivetal 6Tt ol ENEEIC Twv
OlCOPAYIKWY AKPWY GTN VEOYVIKI NAIKIO EMITPEMOUV TNV AVACTOUWON, KON KAl OTAV TO
peta&l Toug Staotnua givat peyaho. TPOXELOKT) 0O1I00(PAYOCTOIA YiVETal OE OOBapéC TEPL-
TITWOELG UEXPIC OTOUL KaTaoTei Suvatr N avaoTOPwWon og SEUTEPO XPOVO. 2 € TIEPITTTWON TTOU
N avaoTopwaon gival aduvatn, o olcopAyog avtikadiotatal Je YaoTpIko, voTIOIKO 1) KOAO-
VIKO 10TO, AN JUE AVATTVEUOTIKEC KAl Ol00QAYIKEG EMITAOKEC HaKpoTipoBeopa (Mivakag 2).

A16pBwon pHéow BwpakookOTTNOoNC EYIVE Yia TPWTN @opd To 1998 ot Bpépocg 2
MNVWV Kat 1 xpovo apyotepa o€ veoyvd.> X1n didpkela tng 10etiag mou akoAolOnok,
avaokomnon 49 aoBevwv (43 pe TOX kat 6 pe pepovwpévn AO, Bdpog owpatog 1,2-3,8
kg) €6e1&e 011 N 816pOwaoN BWPAKOOKOTIIKA €ival ACPANAC KAl ATTOTEAECUATIKY, UE Ot
apkela emépaonc 50-120 min.*® Avo aoBeveic pe diappor| otn B€on TNC avaoTopwong
QVTIUETWTTIOTNKAV CUVTNPNTIKA KAl O€ €va LOVO VEOYVO XPEIAOTNKE VA TIPOXWPOOUV O
BwpakoTour. AlaoTOAEC XPEIAOTNKE apXIKA TO 30% Twv acBevwv aAAd e Tnv mdpodo
ToU XPAVoU EPAPHOYNS TNG HEBOSOU 0 TOCOOTO KATW Tou 10%.%°

Aev uidpyouv PdoPaATeG MANBUCIOKEG LEAETEG YIA TNV CUXVOTNTA TOU OUYYEVOUG
AO/TOZ kal n pakpompoBeoun ékBaon iowg va gival S1aQopETIKA TA EMOPEVA XPOVIA.



128

B. NMdmpoc kat . Avépovikou

BIBAIOTPADIA

1.

2.

10.

11.

12.

13.

14.

15.

16.

17.

18

21.

Harmon CM, Coran AG. Congenital anomalies of the oesophagus. In: O'Neill JA Jr, Rowe MI,
Grosfeld JL, eds. Pediatric Surgery. Mosby, St Louis; 1998: 941-967.

Robert E, Mutchinick O, Mastroiacovo P, Knudsen LB, Daltveit AK, Castilla EE, et al. An inter-
national collaborative study of the epidemiology of eosophageal atresia or stenosis. Reprod
Toxicol 1993; 7:405-421.

. Kyyronen P, Hemminki K. Gastro-intestinal atresias in Finland in 1970-79, indicating time-

place clustering. J Epidemiol Community Health 1988; 42:257-265.

. Depaepe A, Dolk H, Lechat MF. EUROCAT Working Group. The epidemiology of trachea-oe-

sophageal fistula and oesophageal atresia in Europe. Arch Dis Child 1993; 68:743-748.

. Emery JL, Haddadin AJ. Squamous epithelium in respiratory tract of children with trachea-

oesophageal fistula. Arch Dis Child 1971; 46:236-242.

. Usui N, Kamata S, Ishikawa S, Sowai T, Okuyama H, Limura K, et al. Anomalies of the tracheo-

bronchial tree in patients with esophageal atresia. J Pediatr Surg 1996; 31:258-262.

. Nakazato Y, Landin BH, Wells TR. Abnormal Auerbach plexus in the oesophagus and stomach

of patients with oesophageal atresia and tracheooesophageal fistula. J Pediatr Surg 1986;
212:831-837.

. Dutta HK, Mathur M, Bhatnagar V. A histopathological study of esophageal atresia and tra-

cheooesophageal fistula. J Pediatr Surg 2000; 35:438-441.

. Kawahara H, Imura K, Yagi M, Kubota A. Clinical characteristics of congenital oesophageal

stenosis distal to associated oesophageal atresia. Surgery 2001; 129:29-38.

Kallen K, Mastroiacovo P, Castilla E, Robert E, Kallen B. Vater non random association of con-
genital malformations: study based on data from four malformation registers. Am J Med
Genet 2001; 101:26-32.

Wales PW, Drab SA, Connolly B, Kim PCW. Horseshoe lung in association with other foregut
anomalies: what is the significance? J Pediatr Surg 2002; 37:1205-1207.

Heithoff KB, Sane SM, Williams HJ, Jarvis SJ, Carter J, Kane P, et al. Bronchopulmonary foregut
malformations. A unifying etiological concept AJR 1976; 126:46-55.

Torfs CP, Curry CJ, Bateson TF. Population-based study of tracheo oesophageal fistula and
oesophageal atresia. Teratology 1995; 52:220-232.

Shaw-Smith C. Oesophageal atrsia, tracheo-oesophageal fistula, and the VACTERL associa-
tion: review of genetics and epidemiology. J Med Genet 2006; 43:545-554.

loannides AS, Henderson DJ, Spitz L, Copp AJ. Role of Sonic hedgehog in the development of
the trachea and oesophagus. J Pediatr Surg 2003; 36:381-384.

Litingtung Y, Lei L, Westphal H, Chiang C. Sonic hedgehog is essential to foregut develop-
ment. Nat Genet 1998; 20:58-61.

Crowley AR, Mehta SS, Hembree MJ, Prenett BL, Prasadan KL, Sharo SW, et al. Bone morpho-
genetic protein expression patterns in human oesophageal atresia with trachea-oesophage-
al fistula. Pediatr Surg Int 2006; 22:154-157.

. Gross RE. The surgery of infancy and childhood. Sunders, Philadlephia; 1957.
19.
20.

Vogt EC. Congenital atresia of the oesophagus. Am J Roentgenol 1929; 92:463-465.

Al-Rawi O, Booker PD. Oesophageal atresia and trachea-oesophageal fistula. Crit Care Pain
2007; 7:15-19.

Sparey C, Jawaheer G, Barrett AM, Robson SG. Esophageal atresia in the Northern Region
Congenital Anomaly Survey, 1985-1997: prenatal diagnosis and outcome. Am J Obste Gyna-
col 2000; 182:427-431.



2uyyevric atpnoia o100pdyou Kai TPayEI0-0I00PayIKS oupiyylo 129

22.
23.
24,

25.

26.

27.

28.

29.

30.

31.

32

33.

34,

35.

36.

37.

38.

39.

40.

Ng J, Antao B, Bartram J, Raghavan A, Shawis R. Diagnostic difficulties in the management of
H-type tracheoesophageal fistula. Acta Radiologica 2006; 47:801-805.

Karnak I, Senocak ME, Higsonmez A, Biyilikpamukgu N. The diagnosis and treatment of H
type tracheooesophageal fistula. J Pediatr Surg 1997; 32:1670-1674.

Grabbe DCG. Isolated tracheo-oesophageal fistula. Pediatr Respir Rev 2003; 4:74-78.

Fitoz S, Atasoy F, Yagmurlu A, Akyar S, Erden A, Dindar H. Three dimensional CT of congenital
oesophageal atresia and distal tracheoesophageal fistula in neonates: preliminary results.
AJR 2000; 175:1403-1407.

Ou P, Seror E, Layouss W, Révillon Y, Brunelle F. Definitive diagnosis and surgical planning of
H-type tracheooesophageal fistula in a critically ill neonate: First experience using our disten-
tion of the oesophagus during high resolution computed tomography acquisition. J Thorac
Cardiovasc Surg 2007; 133:1116-1117.

Azoulay D, Regnard JF, Magdeleinat P, Diamond T, Rojas-Miranda A, Levasseur P. Congenital
respiratory esophageal fistula in the adult. J Thorac Cardiovasc Surg 1992; 104:381-384.
Srikanth MS, Ford EG, Stanley P, Mahour GK. Communicating bronchopulmonary foregut
malformations: classification and embryogenesis. J Pediatr Surg 1992; 27:732-736.

Kovesi T, Rubin S. Long-term complications of congential esophageal atresia and for tra-
cheooesophageal fistula. Chest 2004; 126:915-925.

Babu R, Pierro A, Spitz L, Drake DP, Kiely EM. The management of oesophageal atresia in neo-
nates with right sided aortic arch. J Pediatr Surg 2000; 35:56-58.

Konkin DE, O’ Hali WA, Webber EM, Blair GK. Outcomes in oesophageal atresia and tracheo-
oesophageal fistula. J Ped Surg 2003; 38:1276-1279.

Goyal A, Jones MO, Couriel JM, Losty PD. Oesophageal atresia and tracheo-oesophageal atre-
sia. Arch Dis Child Fetal Neonatal Ed 2006; 91:F381-F384.

Tsai JY, Berkerg L, Wesson DE, Redo SF, Spigland LA. Esophageal atresia and tracheooesopha-
geal fistula: surgical experience over 2 decades. Ann Thorac Surg 1997; 64:778-783.

Puntis JWL, Ritson DG, Holden CE, Buick RG. Growth and feeding problems after repair of
oesophageal atresia. Arch Dis Child 1990; 65:84-88.

Little DC, Rescorla FJ, Grosfeld JL, West KW, Scerer LR, Engum SA. Longterm analysis of chil-
dren with esophageal atresia and tracheoesophageal fistula. J Ped Surg 2003; 38:852-856.
Shah AR, Lazar EL, Atals AB. Tracheal diverticula after tracheooesophageal fistula repair: case
series and review of the literature. J Pediatr Surg 2009; 44:2011-2017.

Choudhury SR, Ashcraft KW, Sharp RJ, Murphy JP, Snyder CL, Sigalet DL. Survival of patients
with oesophageal atresia: influence of birth weight, cardiac anomaly, and late respiratory
complications. J Ped Surg 1999; 345:70-74.

Lopez PJ, Keys C, Pierro A, Drake DP, Kiely EM, Curry JI, et al. Oesophageal atresia: improved
outcome in high risk groups? J Pediatr Surg 2006; 41:331-334.

Lobe TE, Rothenberg SS, Waldschmidt J. Thoracoscopic repair of oesophageal atresia in an
infant. A surgical first. Ped Endosurg Innov Tech 1999; 3:141-148.

Rothenberg SS. Thoracoscopic repair of esophageal atresia and trachea-esophageal fistula
in neonates: evolution of a technique. J Laparoendosc Adv Surg Tech A 2011 Nov 1. [Epub
ahead of print].



Juyyevi¢ Siappayuatokiin

Avaotaoia B. KapaBavaon, Avtwviog K. Touvapng

H ouyyevric Siappaypatokiin (ZAK) ogpeiletal oe cuyyevr ENNELPN TUAATOC TOU
510 PAYHATOC, TIOU EMTPEMEL TNV £I0060 TWV KOIMAKWY 0pYAVWY 0TN BWPAKIKH KOIAO-
TNTA. AMOTEAECA AUTOU Eival n cUCTOLXN 1 APPOTEPOTTAEVPN TIVEUOVIKN UTTOTTAAGIA
KOl N TIVEUUOVIKH UTIEPTACH, TTOU ouxvd gival Bavatngopes. H kRAn umopei va gival
MIKPN A LEYAAN Kal va TIEPLEXEL EVTEPO, ATTAP ] OTTARVA.

H ZAK extipdral 6Tt oupPaivel 1 otig 2.200 yevvnoelc.! Ot TEpIOCOTEPEC UENETEC
Sev €xouv mapatnpnoet Siagopd ota SUo PUAA, AV KAl OPIGHEVOL AVEPEPAY EAAPPWE
uPnAdTEPN ouxvoTtnTa 0To dAppev PUANo. EpgaviCetal cuvnbwe o mocooto 80-85%
oTtnV aplotepn MAeUpPd, 10-15% 6e&1d? kal 2% apgpotepodmieupa.’

EMBPYOAOTIA KAI TAGOTENEIA

H artiohoyia tn¢ ZAK mapapével ayvwotn. Epgavifetal katd tn Sidpkela TG Kpiotng
EPIOSOUL TNG opyavoyéveong Kal Stamhaong Tou mvelpova, otn @don mou Aapdvouv
Xwpa n dnuioupyia Tou Ppoyxikou 6£vOpou Kal TWV MVEUUOVIKWY apTnplwy (31 pe 16"
eB6ouada evdountplac (wnc).

H maBoyévela Sev £xel TekunplwBei amdAuta. Mmopei va o@eileTal 6TNV EANATTWUATIKA
S1amhaon r otn cuvévwon TG UECWKOTO-TIEPITOVAIKAG MeUBpavng Tou Stappdyuatoc. To
Slappaypa daxwpilel TNV BwpPaKIKH arrd TNV KOIMAKK KOINOTNTA, KATAPUETAL OTNV KATWTE-
PN EMEPAVELQ TOU OTEPVOU, OTA TTAEUPIKA TOEA KAl 0TOUG TTPWTOUC 00QUIKOUC OTTOVOUAOUC.
Amotehel puotevovtwdn BoAwTd 10Td GTOV 0TI0I0 UTTAPXOULV TPIA PUCIOAOYIKA avoiyuaTa
TTOV €ival To aopTIkd Tprjua amnd To omoio SiEpxeTal N aopth, N Aluyog PAERa kat 0 BwPAKIKOG
TTOPOC, TO 0ICOPAYIKS TPrjUA Ao TO OTToi0 SLEPXOVTAL O OICOPAYOC, TA TIVEUIOVOYAOTPIKA
VEUPQ, GAEBEC, Aepgayyeia Kal To Tprjua TS KATw KoiAng eAéBac. To KeVTPIKO TURA, TTOU
gival To peyaAutepo, dlaxwpilel TNV TEPIKAPSIOKN amTd TNV TTEPITOVAIKH KOIGTNTA.

Neoyvoloyikn Khivikr, Mavemotnuiakd Mepipepeiaké Noookoueio Adpioag

AMnloypagia: Avtwviog loUvapng, agounaris@hotmail.com
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Kd&be epmodio otn QuOIoAoyIKr SIAMAAcn TWV TIVEUUOVWY €XEL WG ATTOTEAECHA TN
Melwpévn SlakAadwaon Tou Bpoyxikol 8évdpou, TNV AMMWAELD TNG TIVEUUOVIKNG Hadag
(mveupovikn urtomAacia),* mTou 0dnyouv oTn SlaTapayr TOU UNXAVIOUOU TTApaywyng Kal
anmeAevBépwong Tou em@avelodpacTikoU mapdyovTa,® Kabwg Kal Tn Puikn umepmiacia
TNG TIVEVOVIKNG apTnpiac.®

Ynidpyouv Bewpieg mou umootnpifouv 6Tl yeveTikoi i repIBal\ovTiKoi TapdyovTeg
Slatapdooouy tn S1agopomnoinon TwWV HECEYXUUATIKWY KUTTAPpWV KATA TN SIdpKela Tou
OXNMATIOHOU TOU S1a@PAYUaTOC KAl TwV AAAWY avatopikwv Sopwv.”8 H mielovdtnta
Twv ZAK gpgaviCetat omopadikd. NMapdha autd, €xouv ava@epOEei olkoyeveiG TeEPUTTW-
0€1 TTOU PETAdiSovTal UE AUTOCWHATIKG UTTOAETOEVO, AUTOOWUATIKS EMKPATOUVTA
KAl QUAOGUVOETO Xapaktipa.® ' Ze ueAéTn Kataypa@ng Leta&l mévte povoluywTIKWY
518U pWV Twv omoiwv To éva Sidupo eixe ZAK, Sev mapatnpriBnke kat oto aAo.'? Meta&u
TWV OTTOPASIKWY TIEPIMTWOEWY EXOUV EVTOTILOTEL TTOAEG S1APOPETIKEG XPWHOOWHIKES
avWHaAieg (m.x. Staypapn, emkAAuPn, HETABeoON) Kal YoviSIakEG HeTaANAEELC.! Ot
TIEPITITWOEIC AUTEC UITOPEIL VA avTITpoowTeVouv de novo HETAMAEELC o€ yovidla TG
@uolohoyIkAc Sldmiaong Tou dlagpdyuatog, va ogeilovtal € ToAuyovISIaKH 1 O TTo-
AuTapayovTIKA KAnpovoKOTnTa f Kat ota SU0. YITapxouv mepImtwoelg ZAK petd and
ENen Brrapivng A,'15 peta and ékBeon oe Balidouidn, avtiemAnmTIKA Kat Kivivn.'

ANATOMIKA XAPAKTHPIZTIKA

H ZAK eivai ouvriBw¢ omoBomAdyia (kriAn Bochdalek) A\oyw mapapovig Tou avolytol
Tpnuatog Tou Bochdalek mou kAcivel teheutaio. Mmopei va BpiokeTal umpooTd Kat TAdyla
Kal va mepIBANEeTal amod odko (kiiAn Morgagni) i omdvia va givat Keviplikr. H mveupo-
VIKR) umonAaaia givat mmo évtovn otn ocUoTolXN TTAEUPd, AANA UITOPET VA EPPAVICTEI Kal
otV avtioTtolxn mou oxedov mavta emnpedletal and tnv ZAK. H Stlapopetikol fabuou
AUPOTEPOTTAELPN TIVEUUOVIKNA UTTOTTAAGIA UITopEi va €Ny OEL TO EUPU GACHA TWV KAI-
VIKWV EKONAWOEWV PETAED TWV VEOYVWV TTOU TTAPoUoIAlouv avanveuoTikr Suoxépela
amo XAK. Zuvribwc, n kAN Morgagni 6ev cuvodeletal anmd MVEVPIOVIKY UTTomAaaia.
>1n ZAK 10 TIVEUHOVIKO ayyelako Siktuo xapaktnpiletal amd maboloyikn Sidmhaon
Kal AeIToupyia, JE PEIWUEVO UEyeBOC OTOUC UTTOTTAACTIKOUG TIVEULIOVECG, EVW UTTAPXEL
UTTEPTTAOCIO TOU ECOU KAl TOU €W XITWVA TNG TTIVEVOVIKAG aptnpiag.’”

Mop@éc ouyyevolg dla@paypatokAng
Avwon diappdyuarog

Noyw ekAémtuvong tou Slagpaypatog and puikn dlatapayr onUEWVETAl Avwon. To
NUSIAPPAYUA EiVaL AETTTO Kall LEPPBPavWOEC WOTE va oXNUATICETAL VOC «OAKOG» TTOU TIEPIEXEL
TO KOINIAKO TIEPIEXOEVO Kal Eival EKTOTOEVO 0To Bwpaka. H dvwon tou Sagpdypatog
OUVOEETAL YEVIKA E KOAUTEPN TTPOYVWON aro TNV KAAOIKN ZAK.'®° H guykekplévn pop®n
> AK prropei va mapouciaoTel apyOTeQQ JIE YAOTPEVTEPIKG, ATTIO AVATIVEUOTIKA CUUTTTWHATA R
OKOUO XWPIG CUUITTWHIATA, £TOL WOTE N SLAYVWOoN va YIVETAL TUXaia OE aKTIvoypagia Bwpaka.
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Mepovwpévn ouyyeviig dlappaypatokiin

Apopd mepimou 1o 50-60% Twv mepimtwoewv. Ot suvodég BAaec, oto Babuo mou
QUTEC ep@aviCovTtal, OTIWE TIVEUHOVIKI UTToTAACia, cUCTPOQr) evTépou Kal Se€1d Béon
NG kKapdlag, opeilovtal otNV AloOUVAUIKA A TIG MNXAVIKEG OUVETTELEC TNG ZAK.

TOMMAOKN OUYYEVIG SlappaylatokiAn

To urtéAoimo 40 €w¢ 50% Twv TTEPIMTWOEWV EXOUV OXEON HE CUVOSEC AVWHANIEC,
CUUTTEPINAMBAVOUEVWV TWV CNUAVTIKWY AVATOUIKWY SUCTIAACLWY, TWV XPWHOCWHUIKWY
avwpaAlwy Kat Twv yovidlakwv dtatapaywv (Mivakag 1). O1 Suomhacieg cupfaivouv o
OAA TA GUOTAMATA, XWPIG CUYKEKPIEVO TIPOTUTTO. Ol XPWHOCWIKEG AVWHAAIES EVTOTT-
Covtal 0to 10-20 % TwV TIPOYEVVNTIKA S1ayVWOUEVWY TTEPIMTTWOEWV.2%' Emionc, £xouv
avapepBOei kat AMNEC avwHaANEC 0TOV KapuOTUTTIO, %% eV 0TO 10% TWV TTEPIMTTWOEWV, N
> AK ekdnAwveTal ota mAaiola cuvdpopou.2# TéTolo cUVEPOO SNUOGCIEUTNKE TTPOGPATA
gival pe pikpodlaypaéc o1o xpwudowpa 15924. H ZAK amote)ei faciko ebpnua oto
@awvétumo Fryns, mou epAapBAavel KpavIoTTPOoWTTIKEG SUCUOPPIES, uTToTTAACIa ATTw
@aAAyywv Kal avwpaliec amd tnv kapdid, Ta veppd Kat Tov eyké@alo. Ot cuvodég
avwHaAieg eival o ouxvég 6tav n XZAK sivat apgpotepdmieupn, 6Mwe cupPaivel ota
Bvnotyevn Bpépn pe TAK.»

Ayeveoia diappaypatog

Anotelei tnv mo cofapr| poper ZAK. To 1959, o Bingham mepiéypacge tnv amouacia
ToU NISIaPEAYHATOC (SlagPayYHATIKA AYEVESIA) e ONUAVTIKH Slagopd 0NV anwTePN
empBiwon Twv acBevwv oe oxéon He TNV KAaoikr ZAK (29% évavti 70%).2%% O1 aoBeveic
ME amouoia nudlappdyuatoc eixav miong xapnAotepn Babuoloyia Apgar, peyahutepo
XPOVIKO S1A0TNHA YIa TIPOEYXEIPNTIKA 0TABEPOTIOINON, LETEYXEIPNTIKA AVATIVEUOTIKA
uUTTOoTAPLEN Kal EYAAO TTOGOOTO ETTITTAOKWV.

Mivakag 1. ZOPMAOKN ouyYeVAC SlaypayUatokiin

XPWHOOWHMIKEG AVWHANIEG TPlIoWNieg 13, 18 kat 21

Avwpalieg KOPUOTUTIOU povoowyia X, tetpacwpia 12 P (lcoxpwupoowua 12P), HePIKA
TPIOWWIA 5, HEPIKN TPlowpia 20 kat ToAumAoidieg

TuvSpopa YUvépopo Apert, X0vSpopo Killian /Teschler-Nicola (Pallister-
Killian), Z0v&popo CHARGE, Zuvdpopo Coffin-Siris, Z0v&po-
po Goltz, X0vSpopo Perlman, Tuvdpopo Swyer, ZUvSpouo
Brachmann-Cornelia De Lange, akohouBia Goldenhar, Zovdpo-
po Beckwith Wiedemann, ZOvépopo Simpson-Golabi-Behmel,
>Uvdpopo Donnai-Barrow, 2Uvépopo Mathew-Wood, Z0vdpo-
po Jarcho-Levin
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KAINIKEZ EKAHAQZXEIX

Ta Bpépn pe ZAK mapouacialovtal pe eupl @Acpa KAVIKWY ekdnAwoewv (Mivakag
2) mov ToIKiAAEL amd Bapld avamveuoTIKY SUOXEPELD KATA TIC TIPWTEG WPEC 1 NUEPES
™¢ {wng, éwg eAaxlota rj KABOGAOU CUUTITWUATA OE TTOAU pIKpO TOC0oTO aoBevwy. H
avamveuoTIKr SUOXEPELA XapaKTnpi{eTal amo TaxUTvola, YOYYUOUO, XPHon TWV EMIKOU-
PIKWV HUWV Kal Kudvwor). Mmopei va ep@avioTel apéow PETA Tn yévvnon i META anod
mePiod0 PEXPL 48 WPWV, TTOU TO VEOYVO TTAPEUEVE OXETIKA 0TABEPO. H KAVIKNA €€€Taon
Oeixvel oka@oeldr KoIAId, AOyw TNG LETATOTTIIONG KOIALAKOU TIEPLEXOUEVOU 0TO Bwpaka
Kal HEiwon avamnmveuoTikou PrBupiopatog otn cUoToLXn MAEUPA.

‘Otav n ZAK eivat aplotepd umdpyel LETATOTION TNS KAPSIAKAG wong mpog ta €14,
AOYW TNG peTatdmiong Tou pecoBbwpakiou. Emiong, pmopei va akpowvTal evtePLKOi rixol
070 0T00¢ e PHEIWPEVOUC TOUC AVATTVEUOTIKOUG HXOUG AUPOTEPOTIAEUPA.

3710 50% TWwV TIEPIMTWOEWY GUVUTTAPXOULV OUYYEVEIC avwuaAieg. Mepthapfdvouy Tig
OVWHAAIEG TOU VEUPIKOU CWARVA (TT.X. aVEYKEPAAIQ, LUEANOUNVIYYOKAAN, USPOKEPAAOG,
EYKEPANOKNAN), KAPSIOKEG AVWUIAAIEG (T1.X. LEGOKOIAOKN EMIKOWVWVIA, AyYELOKOG da-
XTUNOC, 0Tévwon 1oBoUL aopTrc). TENOC, umopei va cuvodeveTal amd avwualieg TNG
MEONG YPAWMNAG, (T1.X. aTpnaoia olco@Aayou, OUPANOKAAN, AUKOOTOUA).

Taveoyva, Kat ta Bpépn apyotepa, pe ZAK mapouctalouv mapapévouca VEULOVIKN
unéptaon (MMY) mo cuxvd Adyw TN mpolmapxouoag MUIKAG apTNPIOKNC UTTEPTTAAGIAC.
Mpokaleital avTidpacTIKH AyyEIOCUCTIOON e AmoTEAECUA TNV uno&aluia, TNV oéwon
Kal TNV UTTOTAOT, KATAOTACEIC TTOU €VOSWVOULV AKOUA TIEPIOCOTEPO TNV TIVEULOVIKN
ayyetoovonaon. O Babudg avamnveuaTikng Suoxépelag e§aptdtal amd tn cofapdtnta
NG MVEUMOVIKAG uTTomAaoiag Kal tng MIMY. € oplOUEVEC TTEPITITWOELG, N UTTOTIAQGIA TOU
Tiveuova gival 1éoo ooflapr} woTte va gival acVupBatn pe Tn {wn.

310 veoyvo Sev undpxel Sokipacia mou va mpoadiopilel To BaBUO TVEULIOVIKAG
untonhaciac. H cofapotnta tn¢ avanveuoTikng SUOXEPELG KAl N AVTATIOKPLOT TOU
Bpépouc otn Bepameia ival To KAAUTEPO HETPO TOU BABPOV TNG TTVEVOVIKIG UTTOTTAQ-
oiac. Ztnv epPpuikn) {wry, N VTTOTTAAGIA TOU TTVEVOVA UITOPEL VA EKTIUNOEL pe T xprion
uTTEPXWV- avaloya Av n KAAN TTEPLEXEL TO RTIAP KAl ATTO TN oUYKPLoN TNG SlapéTpou
TOU BwpaKIKoL KAWROU UE TNV TTEPIMETPO TNG KEPANAC.

Juxvo elpnua ota Ppéen pe ZAK amotehei N avemdpkela Twv emvePpidiwv. Xe ava-

OpoMIKN HENETN 58 aoBevwv pe ZAK mou

Mivakag 2. KAvikéq ekdnAWaEIC ouyyevolg elorixOnoav ot TpiroBdBuio Noookopeio
SiagpaypatoknAng v epiodo 2002-2008, o1 34 acOeveic ep-
e TayUTvola @avioav emvePpISIaKr avemapKela (emime-
60 kopTI(dANC <15 ug/dL[415 nmol/L]).2Ta
Bpépn ue emve@pISLaKn AVETAPKELA gixav
avénuévec mbavoTtnteg va mapouaoialouvv
KAAN Amatog, coBapotepn VOOO Kal XPEL-
dalovtav Bepareia yla peyallTePO XPOVO.

Bpégn ota omoia dev éxel SlayvwoBein
> AK pmopei va mapouaidocouv cuvOpouo
aipvidiov Bavartou.

® YOYYUGHOG

® XPron EMKOUPIKWY HUWV

® Kudvwon

® TTAPAMEVOUCA TIVEUHIOVIKK UTIEPTACN
® OUYYEVEIC avwaNieg

® avendpKela eMvePPISiwv

e oLuvdpopo alpvidiov Bavatou
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AIATNQZH

ZuviBwc¢ n dtayvwon tibetat mpoyevvnTikd. To pdaopa evaiodnoiag Tou eufpuikol
untépnyou otnv avixveuon tng XZAK eival eupv. H evaioBnoia eivat peyaiitepn étav
UTTAPXOLV OUVOSEG AVWIAAIEG, N KUNON Eival TTIPOXWPENUEVN KAl O UTTEPNXOYPAPIOTAG
gival e€e161keVIEVOC OTOV EPPPUTKO UTTEPNKO.% H péon nAikia kKnong katd tn Stayvwon
givai epimou ot 24 eSopddec. Katd tnv umepnXoypa@IKn OTIEIKOVIOT, Ol TIEPIOTOATIKEC
KIVAOELG TOu evTépou o1o oTthBo¢ BonBouv otn Sidkpion g ZAK amd ev6oBwpaKIkn
MAda, OTIWE N KUOTIKA adevwUaToEISr ¢ Suomhacia. TNUavTikd UTTEPNXOYPAPIKO 0pN-
Ma givat n aplotepry oTpo@n NG KapSidc, a@ol To NTAp XEl TAPOUOLIA EUPAVION HE
ToV €UPPUikS Tvelova Kal Pmopei va
pNv mapatnenBei o mePIOTAATIONOG TOU
evtépou. Emiong, umopei va cuvumndpyet
TOAUUSPAUVIO AOYW TNE CUUTTIEGNC TOU
0100PAyou 1 UPPUIKOC LSpwWTAC amd
TNV PETATOMION Tou pecoBwpakiou Kat
TNV CUUTTIEON TWV HEYANWV ayyEiwv.

MeTd Tov ToKeTO, 0€ KABE mepimTwon
QAVATIVEUOTIKAG OUOXEPELAG KAl ETEPO-
TIAEUPNG HEIWONG TOU AVATIVEUOTIKOU
Y1Bupiopatocg, Oa mpénel va tibetaikatn
uroyia ZAK. H didyvwon yivetal pe tnv
akTIvoypagia Bwpaka mou Seixvel To Te-
plexoEVO TNE KNANG (cuvnBwe Tov aépa
I TO UYPO TTOU TTEPIEXOUV Ol EVTEPIKEC ENL-
K&C) 0To NUIBwpdkio (Eikdva 1). Yidpxel
TIEPIOPIOPEVOG AEPIOUOG OTO OUOTOLXO
Tivelpova. ANA OKTIVOAOYIKA Eupripata
nep\apBdvouy Tnv avtiBeTn petatoémion
NG KAPSIAKAC OKIAC Kal TwV AANwV douwv
TOU pecoBwpakiou, Tn cuUTieon Tou avTi-
BeTou MveUova, TN Ueiwon Tou peyEboug
NG koiag. Av n ZAK givat 6§14, To nmap
pmopei va gival to pévo épyavo TG KAANG
1oV Ba UPAVIOTEl WE PeyAAn Bwpakikn
pada poAaKWwy popiwv pe amouaia Tng
£vOOKOIAOKNA G OKIAC TOU ATTATOC OTNV

EIKONA 1. Ztnv ikéva mapouaialovtal
Ol EVTEPIKEC ENIKEC (0€pac) 0TO aploTEPO
NHUIBWPAKIO Kal N PETATOTICN TOU UECO-

aktivoypagia Bwpaka. H tonoBétnon
pIvoyaoTpIkoU KaBeTrpa oitiong Umo-
pei va dieukoAuvel Tn Sidyvwon Kabwg
Seiyvel Tov KABETHPA 0TO ECWTEPIKO TNG
BwPAKIKAG KOINGTNTAG 1 TNV ArTOKAION TOU
aro TNV AVAPEVOIEVN AVATOUIKN TTOPEia.

Bwpakiou mpo¢ Ta de€la. O pivoyaoTtpl-
KOG OWARVAG KOATAAAYEL OTOV OTOUAXO
Tiou PBpioketal oto aploTepd NUIBWPA-
Kl0. O KaBetripag TG OUPANIKAC AEBaC
€xel atumn Béon e€aitiag TG aploTePng
KAANG TTOU EUTTIEPIEXEL LEPIKWGE TO ATTAP.
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MoAAEC popég n dtdyvwon yivetal kaBuoTtepnpéva PETA TN VEOYVIKH TTEPI0OO Kal Ol
aoBeveic pmopei va ep@avi{ouv EPETOUC WC ATTOTEAECHA TNG EVTEPIKAG ATTOQPAENG KAl
ATTLO AVATTVEUCTIKA CUUTTTWHATA. X€ HEAETN 15 aoBevwv pe kaBuoTtepnuévn diayvwon
2AK, 6 aoBeveic mapouvciacav CUPNTWPATA ATTd TO AVATIVEUOTIKO, 6 a0 TO YAOTPE-
VTEPIKO Kal 3 amd ta SU0 cUOTAATA, PE péon NALKia 1,5 €tn (3,8 NUEPEC €w¢ 9,9 £€TN).3°

Aplotepry ZAK obnyei og d€€1d petatdmon tou pecobwpakiou kal o BGAo¢ Tou
otoudxou umopei va evtomietal otn Bwpakik KooTnTa SimAa A akpLPwg miow
amé TNV Kapdid kat va amouctalel amo Tnv KolAld. Ta uypagpIkd emimeda Tou AemTou
evtépou cupdailouv otn Slagpopikn didyvwon Tou evtépou and tov mvelpova A T
veomhaopatiky pdla. To AMap UMopPEl va aTOTEAEL TO TIEPIEXOMEVO TNG KAANG Kal va
gppavifetal we opoloyevig Pala oto oTHO0¢ o€ CUVEXELD TOU EVOOKOIAIOKOU ATTATOC.

H 6e&1d YAK yapaktnpiletal and Tnv mapouosia opoloysvoug palag (Rmap) oto
6€€16 NUIBWPAKIO TTOU cuxvdA odnyei o€ HETATOTTION TOU PeEcoBwpaKiov TTPog Ta apl-
OTEPA. Zuxvd gival Tapoloa TAEUPITIKH GUANoYN. To TEPIEXOUEVO TNG KNANG UTTOPET
Va armoTeAOUV Kal eVTEPIKEG ENIKEG. EVpnua de€1dg ZAK pmopei va amoteAei n xoAndo-
XO¢ KUoTN 010 Bwpaka. To urepnyxokapdloypa@nua Yivetal vwpic yla va ektiinouv
TUXOV KapSlakéG avwualieg mou oxetiCovtal pe Tnv ZAK, yla Tov amokAeIopo moavig
TIVEUHIOVIKIG UTTEPTAONG 1 TUXOV Slaguyng (shunt).

AIAOOPIKH AIATNQZH

H Stapopikn Sidyvwon pmopei va mephapufavel Ti¢ KUOTIKEG BAAPBEC Tou TTveU oV,
OTIWG TN oLYYeVH KUOTIKA adevwuatoeldry SuomAacia, To TVEUUOVIKO amoAUpa, TIG
Bpoyxoyeveic KUOTELG, TOV TIVEUHOBWPAKA, TNV ATPNCia BEOyXwV Kal Ta TEPATWHATA
TOU TveUova.

>1a veoyvd pe oofapr avamveuoTikn Suoxépela, n Sagoptky didlyvwon mept-
AapPdvel kat GAa aitia TVEVHOVIKAG urtomAaaciac, mpwTomadn 1} Seuteponabdry, OTw¢
To oAtyoUSpduvio amd cuvexr amwAEL apviakoU uypol 1 amd VEPPIKA unomacia/
Suomnaacia, kaBwc kat tnv MMNY anoé dAka aitia.

OEPAMEIA

H Bepaneia mepN\apavel TNV TPOEYXEIPNTIKN OTABEPOTTOINGCN Kal TN XEIPOUPYIKA
amokataotaon. Ta televutaia xpovia divetal mpoTePAIOTNTA OTNV TIPOEYXEIPNTIKNA
@povTtida kal otabepormoinon Tou acBevn, pe 181aitepn éupacn otn otabepormoinon
¢ 0&uydvwong Tou veoyvou, TNG apTNPIAKAC Tieong Kat Tng oeoBacikhg KataoTa-
ong, apou £xel avayvwploTei 6Tl facikoi mapdyovteg BvntdTNTAC €ival N TIVEUOVIKN
uTTOTTAQIGIA KAl N TIVEUUOVIKI UTTEPTAOCN.

Av Kat §€v UTTAPXOULV TUXAIOTIOINUEVEG KAIVIKEG MEAETEG, N KAPSIAYYELAKN UTTOOTAPLEN
ME VYPA KaL IVOTPOTIA, KAL N AVATIVEUOTIKA UTTOGTHPLEN, EAAXIOTOTIOIOUV TNV TIVEUHOVIKH
BAAPN mou akohouBeital amod T XelpoupyIKn S16pOwaon Kal @aivetal va oXeTiCeTal Pe
N Beitiwon Twv mocooTtwv emBiwonc.3=2% ZTpatnyIlkéG TTOU ATOOKOTIOUV OTNV EAaXI-
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OTOTOINGCN TOU TPAUMATIOUOU TWV TIVEUUOVWY, OTIWG N ETTIITPETTTH UTTEPKATIVIA, PaiveTal
va oxetiCovtal pe tn BeAtiwon tng BvntotnTtac.®® Ymapyet SUOKOAIA YA TIPOOTTIKEG
Tuxalomolnpéveg PeAéTeg dlaxeiplong, AOyw TG XApNAAG SUXVOTNTAG EUPAVIONG TNG
> AK, T0 upU KAIVIKO @ACA Kal TNV TTOAUTTAOKOTNTA TNE Bepaneiac.

ApxXIKn Ogparneia

21NV aiBouoa TOKETWV, Ta VeOyVdA e TTpoyevvNTIKA Stayvwopévn ZAK kal avamveu-
oTIKr Suoxépela Ba mpémel va SlaowAnvwBouv apéowc. Omoladrmote KaBuoTtépnon oTn
S1dvolén Twv agpaywywv Pmopei va emEeVWoEl TNV uTToKEiPevn o&€waon Kal uttogia, n
omoia umopei va au€nioel Tov Kivbuvo IVEUPOVIKAG uéptaonc. H embeivwon tng umodiag,
NG umepKamviag Kat TG o&éwonc ival SUoKoAo va avaotpagei ota veoyvd e ZAK.

H tomoBétnon pivoyaotpikol KaBetripa Pe cuvexn avappoéenon, eKTég amo dla-
YVWOTIKH, €xel Kal OgpameuTiki adia, agpou BonBd otnv amocuumnieon Tou KOIAAKOU
neplexouévou. H amooupmieon pmopei va fonBrioel otnv €kMTuén Tou UTTAPXOVTOG
TIVEUHOVIKOU 10TOU. Oad Mpénel va TomoBetnBoUv KABeTHPEC 0T OU@PAAIKA ayyeia Kal
OUYKEKPIUEVA OTNV OPPANIKA apTnpia yia Tn cuxvr mapakoAolBnon Twv agpiwv Tou
aipaTog Kat TG apTNPIAKNG TTEONC, KAl TNV OPPAAIKA GAEBA yia TN Xopriynon uypwv
Kal pappdakwv. Emiong, Ba mpémel n péon aptnplakn mieon va dlatnpeital o€ TIPES
>50 mm Hg yia tnv ehaylotonoinon tuxov de€loaplotepdc Stagpuync (shunting). MNa
TO OKOTIO QUTO, XPNOIOTIOIoUVTAL IOOTOVIKA LYPA Kal IVOTPOTIa, OTTWG N VIOTIauivn A
n dofoutapivn. H xprion Tou em@avelodpaoTikol mapdyovta oTa veoyvd pe ZAK e

EIKONA 2. MRI epyf3pvou pe v texvik HASTE 6mou katadelkvueTal To ATap eviog
NG KOINAKAC KOINOTNTAC (aploTepd) Kat N KNRAN oTo aplotepd nUIBwpAKIO TTou TEPL-
éxeLto Amap (6e€14).
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paivetal va cuvelopEépel® Etol, n xprion Tou mieplopiletal ota veoyva <34 gdopddeg
KUNoNG He oUVOPONO avanveuoTIKAG SuoxEPELag, eMPBERAWUEVO AKTIVOAOYIKA.

AvanveuoTIK UMTOOTAPIEN

levikd, Ba mpémel va amo@eUyETal N XPHoN TOU agPIoUOU e aokd Kal PAoKa, 0 OTToiog
Slateivel To oTopdy! Kal To AenTo évtePo Kat kablotd SuokoAdTepn Tnv ofuydvwon.
To Bpépoc Ba mpémnel va agpiletal pe XapnAn péylotn elomveuoTikn mieon (PIP <25 cm
H20) yia tnv ehaxlotomoinon tnG BAABNG Twv MveUUOVWY. H EMTPENTA UTIEPKATTVIA HE
PaCO, 45-60 sival xpnowun, epéoov 1o pH diatnpeital =7,3. Z1dX0¢ ival 0 KOPECUOG
¢ alpooalpivng, mptv tov BotdAAELo, va Kupaivetal epimou oto 80% 1i n PaO, >60
mm Hg. H o§uyévwon umopei va emdiwxOei pe Toug akdAouBoug Tpomoud:

ZvuBatikég unxavikog aspiouog

16X0¢ €ival va unv mPokAnBei Bapdtpaupa 6Toug UTTOTTAACTIKOUG TTIVEVIOVEC TTOU
givat urrevBuvo og peydlo Babuod yia tnv vPnAR (ewg 25%) BvntdtnTa.lZ H évapén tng
ofuyovwonc yivetat pe PIP 20-25 cm H,0 kat 30-100 avamnvoég ava Aento. H Betikn
TeNIKo-eKTIVEVOTIKN Ttieon (PEEP) Ba mpémel va Siatnpeital oe puotloloyika emineda (3-5
c¢m H,0). H emttpenTn) unepkamvia mou €xel xpnolpomolnOei og veoyvd pe XAK cuvodeu-
€10l PE avénon g emMPBiwong o€ GUYKPION HE TOV UTIEQAEPIONO KAl TNV UTTOKATTVia.3®

Yipiouxvoc agploudq Ue TAAAVTWOEIG

O agplopog LPNANG cuxvoTNTAG UE Tadavtwoelg (HFOV) Baoiletal o€ pikpoUg
aAvaTTVEOEVOUC OYKOUG PE LPNAR ouxvoTNTa. € GUYKPLON ME TO CUMPBATIKO AEPIOUO
Tpaupatifel AtydTePO TOUG TTIVEUOVEG. XPNOIUOTIOLEITAL CUVHBWC YIa VEOYVA TTOU CUVEX(-
Couv va €xouv umoéia Kat UTTEPKATIVIA AVOEKTIKY OTOV GUUPBATIKO UNXAVIKO AEPIOUO. AV
kat Sev umdpyouv cageic evdeielc yia HFOV, undpyxouv avadpolikég peréteg mou Sei-
Xvouv avénon tng emPBiwong ota veoyvd pe ZAK.* X peydin pehétn pe 82 aoBeveic
pe XAK amd 1o 2000 éwc To 2005, n Bpancia pe HFOV, pe povoéeidio tou alwtou yia
TNV TIVEUUOVIKN UTTEPTAGCN Kal N KABUoTEPNUEVN XEIPOVPYIKN EMEUPBacn peTd amd Tnv
QAVATIVEUOTIKN Kal alpoduvapikr otabepomoinon, av€roav 1o mocooTto emiBiwong oTo
MAva oTo 66% Xwpig va €xel xpnotpomnotinBei ECMO 8

Eéwowuatiki ofuyovwon uéow peufpavne

Eav amotOxouv ta mapamavw pétpa kat n PIP urepPaivel Ti¢ 28 cm H,0, 16te Ba
nipénel va xpnoipomolgital ECMO. H ékBeon tou @AefIKoU aipatog otnVv eEWowHaTIKA
Kukhogopia emrpénel Tnv S10pOwan Tng PaO, kai tn¢ PaCO,. H kUpla évdeién yia ECMO
€ival n amoTuyia Tou agplopov.® Xpnoiuomolovvtal Ta akdhouba Kpitripla:

« Aduvapia va dtatnproel kopeoud mpitv Tov BoTtdAAelo (Sa0, >85% 1} UeTA TO BOTAM-

Aelo PaO, >30 mmHg)

« PIP >28 cm H,0 A péon mieon twv agpaywywv >15 cm H,0
« Yniétaon mou givat avOeKTIKA oTa LYPA KAl 0TN XPrion (VOTPOTIWY



138 A.B. KapaBavaon kat A.K. fotvapng

« H avemapknc mapoxr o§uyodvou e emipovn petaBoAikn oféwon
Emiong, 0Aa ta mapakdtw:*
+ Bapog yévvnong >2 kg
+ HAkia kUnong >34 e6opadec
« Amouacia evbokpdviag alpoppayiag peyaAutepng amo Babud |
+ Amoucia AAWV CUYYEVWV 1} XPWHOCWHIKWY AVWIAALWY
Ynidpxel avénuévog kivbuvog evdokpaviag alpoppayiag, Adyw tng amapaitntng
umooTAPIENG He NITapivn Twv acBevwv og ECMO. XTnv mpd&n, mpayuaTomnolEital uTe-
pnxoypaenua eyke@daiou miptv and tnv évapén tns ECMO, kaBnuepivd yia Ti¢ mpweg
TEVTE NUEPEC KL OTN OLUVEXELD KABE SeuTepn NUEPQ, €T oTTACUWY, 0 KABE aAAayr TNG
VEUPOAOYIKNG KATAOTAGNG KAl UETA artd oTmoloSATIOTE GNUAVTIKO KAWVIKO cuUBAv (T.X.
unétaon f uméptaon).

Eloniveopevo povoéeidio tou alwtou

ATroTENEl EKAEKTIKO AYYEIOSIACTAATIKO TTAPAYOVTA TWV TIVEUUOVIKWY AYYEIWV.
TNV Kukho@opia, petaBoAiletal os pebatpoopalpivn, kal €Tot emdpd eAdxIoTa 0TN
OLUOTNUATIKA apTnplakn mieon. To slomveduevo povoleidio Tou alwtou (INO) pmopei
va XpnotpomolnBei e ouvduAoHO e TNV eMITPENTH unepkanvia. H idavikr §éon kat
S1dpkela tng Bepamneiag eival ayvwotn. H toéikotnta -Adyw tng pebaipoo@aipvatuiog-
ehaytotomoleital v n déon gival <20 ppm. H Siakom Tng Bepamneiag pe iINO pmopei
va EMAVATIPOKANEDEL TIVEUOVIKN UTTEPTAON (rebound).

AvVaOTOAEIG pwopodlecTEPACWV

AmotehoUv oKeUAoUATA YIa TN Bpareia TN MVEVUOVIKNG uriépTaonc. H aiivtevagiin
OTOTENEL EKAEKTIKO AVAOTOANEA TN PWOPOSIECTEPATNC 5, EVOC EVIUIOU TTIOU CUUUETEXEL
oTov KatafoAopd tou cGMP twv Agiwv pUikwv vwv. MNMpokalei ayyeloSlaotohr Twv
TIVEUHIOVIKWV ayyeiwv. Mapevépyela amoTtelei n ap@ifAnotpoeibondbeia TS mpowpo-
nNTag, Adyw TG aAnAemidpaon pe AANEC QWOPOBIECTEPATES TOU AUPIBANCTPOEISN.

Xelpoupyikn

O 15avikog xpovog yia xelpoupytkr 616pbwon gival uno oculrtnon. Ta meploodTe-
PO KEVTPA CUHPWVOULV OTIC 48 WPEC ETA TN 0TAOEPOTIOINGN KAl TNV UTTOXWENON TNG
TIVEUMOVIKIAG uTtépTaonc. H xelpoupyikr Bepameia mep\apfavel tnv mpowdnon twv
OMAAXVWV 0TNV KOIAAKH KOIAGTNTA KAl TNV TPWTOTABr GUYKAELGN TOU S1aQPAYHATIKOU
eAeippaTOC YE pAMATA A HE TNV Xpron TpoBepdTwy Gore-tex.

EMNINAOKEZ

H emipovn mveupovikn unéptaon givat n mo coapr METEYXEIPNTIKA EMITAOKN HETA
amnd Xelpoupyik amokatdotaon tnG XAK. Y& 0pIOUEVEG TTEPIMTTWOELG, UTTOPE( va amal-
™nNBei n xprion vyicuxvou agplopol pe Tahaviwaoelg, ECMO 1} iNO.#243
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AUECEC UETEYXEIPNTIKEC ETIITAOKEG ATTOTEAOUV N Aloppayia, o XuhoBwpaKag Kat n
Moipwén Twv mpoBeudtwy.

O1 1110 KOIVEC HaKPOTIPOBEeCEC emMMAOKEC TNG ZAK gival ol veupoavanTulaKEC, ol
TIVEULIOVIKEG KOl Ol YOO TPEVTEPIKEG. AOUTTEG LAKPOTIPOBECEC ETMAOKEG TTEPIAApBAVouV
TNV YaoTpoolco@ayikr maAlvdpounon, To HEIWEVO pUBUO alénong, TNV TIVEVUATIKN
kaBuoTépnon Kal omdvia TNV eviepik ano@paén Aoyw cupu@Uoswv. & Bpépn Tou
amatteitat ECMO, undpyel avénpévog Kivduvog yla XpOVIEG TIVEUOVIKEG ETTITTAOKEG Kall
ATTWAEL AKONG. 2€ PEAETN TTapakoAouBnaonc aflohdynong nmeplotatikwy ZAK otnv
NAIKia Twv 8 eTwv ava@épdnkav ta mapakATtw mpoPAniuata: pabnolakéc Suokolieg
(32%), pewpévn YOO TPEVTEPIKN (25%) Kat TTveupovik Agttoupyia (18%), puikn aduvapia
(23%), Sratapaxég Aoyou (23%), akong (16%) kat 6paong (14%).4

MPOINQxH

H petayevvntikn emPiwon oe Toitofabua kévipa éxel BEATIWOEL e TIC TTPOAVAPEPOIE-
VEC DEPATTEVTIKEC TIPAKTIKEC O TOOOOTA 70-92%.34X € auTtd T Mocootd Sev AapBdvovtal
TN MEPIMTWOELC EPPPLUWY Pe ZAK pe autdpatn 1 BepameuTiKn EKTpwon,* TEPIMTW-
o€eI¢ XAK Bvnolyevwy VEOYVWV Kal VEOYVWV TTOU KATEANEQV Tpiv TNV LETAPOPA TOUC OTO
TpIToPabuio kévtpo. Ta mapandvw amoteANoUV IEPITOU TO 35 % OAWV TWV TIEPIMTTWOEWV
2 AK.* Q¢ ek TOuTOU, N GUVOAIKN eMPBiwon OAwv Twv repimTwoswyv ZAK gival xapunAotepn.

XaunAoteEPa MocooTd eMBiWoNG AvagEPovTal yid TTPOWPA VEOYVA O GUYKPIOH HE
TateENeduNva (54% évavtt 73 %).* Ta mpdwpa mapoucialav mo cUXVA XPWHOCWUIKEG
avWUOAIEC (8% évavTl 4 %) Kal ouyyeveig kapSlomabeleg (12% Evavti 6%). Z€ ANNN peE-
AETN, TO AVOAQEPOPEVO TTOCOOTO eMIBiwong Twv acBevwv pe ZAK kal cuyyevr kapdlakn)
vOoo fTtav 24% kat e§apTinvTav amd tnv ooapdtnTa TN TVEVUOVIKNG UTTOTTAACIAG.Y

MéyeBog eNAeippaToq

Ta Bpéen pe TOAD peydha eAAelppata €xouv Xelpodtepn ékPacn. Autd @Aavnke o€
MEYAAN TOAUKEVTPIKN MENETN TTou TiEPpIAAPBave 3.062 yevvnBévta (wvTa Bpépn pe ZAK
peta&u 1995 kat 2004.%

Aeid - aplotepni TAK

H vooocg @aivetal va ival coapotepn o€ acBeveig pe 6e€1d ZAK, pe amotéheopa
VYPNAOTEPO TOCOOTO BVvNTOTNTAC. 2€ OElPd amod 267 Bpéen pe ZAK mou urroAriBnkav
O€ XELPOUPYIKNA amokataotacn Katd tnv mepiodo 1990 éwg 2006, ta 40 pe de€la ZAK
gixav XaunAotePo MocooTo M Biwong og oUYKPLoN HE ekeiva pe aplotepr) ZAK (50%
évavtL 75 %).%

To 2008, n Apepikavikr Akadnuia MNMaidlatpikic oTo TURUA XEPOoUpPYIKNAE Twy Eu-
Bpuwv kat Neoyvwv, Snuocicuoe cuVoAikéd ox€SIo yia TN avixveuon Kal tn Slaxeipion
NG voonpotNTaG yia Xxprion amd Toug KAIVIKOUG ylatpoUg TTou TTAPEXOUV ppovTida o
autoug Toug aoBeveic.” To cuvioTwuevo MPoypappa mapatiBetat otov Mivaka 3.
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Mivakag 3. Mpotelvopevo mpdypappa mapakoAoudnong Ppe@wyv Pe Zuyyevr Ala@EayUaTOKAAN.

Mpiv to 1-3pnvwv  4-6 pnvwv 9-12 unvwv  15-18 unvwv  ETnoiwg péxpt
efrmplo 16 eTWV
BX,MZ,NK X X X X X X
AA Bupakog X Meteyxelpn- Meteyxelpn- Meteyxelpn-  Meteyxelpn-  Meteyxelpn-
TIKA TIKA TIKA TIKA TIKA
‘EAeyxo¢ nveupovi- Eniovuntw-  Emiovpmtw-  Emiouumtw-  Emi oupmtw-
KNG Aerroupyiag paTwv paTwv patwv paTwv
EppoAiaopoi TakTIKOG X X X X X
TAUSIATPIKOC
€UBOANIOOHOG
Mpoeulaényla  Zexpdvia X X X X X
RSV TIVEULOVIKNA
VOO0 yla Ta
npwta 2 £Tn
HKI-Kapdiohoyikry  x Edvumnpxe Edvumipxe Edvumrfpxe Edvumrpxe Edvummpxe
efétaon Sutapaxini Swtapaxin Swatapaxnn Swatapaxnn  Satapayn 1
€av Bploke-  €dv BplokeTal €dv Pploke-  €dv Bploke- Qv PplokeTal
Tarumo 02 um6 02 Taum6 02 taium6 02 umo 02
CT 4 MRI gyke- *1,2,3 Emi evoei- Emi evbei€ewv Emievdeifewv Emievdeifewv Emievdeiewv
@aou Sewv
‘EAeyxo¢ akon|g QroakouoTl- X X X X Kdbe 6 unveg
KEG EKTIOUTTEG MEXP! 3 ETWV
Kal HETA
€TNOI{WG HEXPL
5 etwv
Ektiunon ava- X X X X X ETNOIWG PEXPL
nuéng 5 gtV
YuyxokivnTIKA X X X X €TNCI{WG pEXPL
avamntuén 5 €TWV
‘EAeyxog ylampo- X X Edvumdpxet Edvumdpxet Edvumdpyxer  Eav umdpxel
BAuata oftiong mpoPAnua mEOPANUa mEOPANMa TPOPANUa
E¢étaon avwtepou Ektipnonoe  Emiouvpntw-  Emi Extiynon oe  Emiouvumtw-  Emi oupmtw-
TIEMTIKOU OUCTH-  OAOUGTOUG  PATWV OUUMTWHA-  ONOUGTOUG  pdTWV patwv
HaTOG 000eveig Twv 0a00eveic
Oloogayoypd- Enmi Enmi Enmi Emi Enmi
enua OUUMITWMA-  OUUMITWMA-  CUUMTWUG-  CUUMTWUG-  CUMMITWUATWY
Twv Twv Twv Twv
YKohwon, exTi- X X

unon Bwpakikou

KAwPOU, éAeyxog

e A/a, kai/ i a&o-

VIKI TOpoypagia
Bwpaka

1. €4V TO YTEPNXOYPAPN A TOU EYKEQANOU ival Taboloyikd
*2. €dv UTIAPYOULV VEUPOMOYIKEG EKONAWCELG
*3, gQv €xel xpnolpomoinBei ECMO 1 €dv éxel xelpoupynOei
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lMveupoviko améAvua kat £ovépouo
Scimitar

Apyupn Metpoxeilov,' Evayyelia Mavtloupdvn?

Qg nveupoviko amdAupa (pulmonary sequestration) opiletal o €kTomog, pn A&ttoup-
YIKOC EUPBPUIKOC, KUOTIKOG TIVEUMOVIKOG 1OTOG, TTou S100€Tel EexwploTr ayyeiwon and
TOV UTTOAOITTIO PUGCIOAOYIKO TTveUova.! H alpdtwor] Tou TpoépxeTal Katd Kavova anod
TNV aopTh Kal orravidtepa amd AN aptnpia TG CUCTNHATIKAG KUKAo@opiag (BAéme
oehiba 84, Eikdvec 9, 10 kai oehida 182, Eikoveg 11, 12)2

ZUP@WVA LIE TN VEA KATNYOPLOTIOINON TWV GUYYEVWV TIVEUUOVIKWV AVWHAAWY, TA
TIVEUMOVIKA amoAUHATa, OTIWG KAl N KUOTIKA adevopuatoeldn¢ avwualia, n Bpoyxo-
YEVAC KUOTN Kal N KUOTN avadImAaclacuol, aviiKouv oTnV KATNyopia TwvV Zuyyevwv
Avwpahiwv Tou Owpaka.’

Ta amoAupata xwpifovtal og evdomveuuovikd rj evéoroBaia, dSnAadri autd ta omoia
EUTTEPIEXOVTAL OTO (PUGLONOYIKO TIVEULIOVIKO TIAPEYXUUT, Kal o€ e§wrveupovika fi eEwAofaia,
Ta omoia Bpickovtal EKTOG Tou velpova Kat mepidAovtal amo Eexwplotd umelwkoTa.
Kat ot §Uo tumol £xouv mapopola aANA Kat SIaPOopETIKA XapakTneLoTIKA. O maBoAoyikdg
LOTOC Eival KUpIWG EUBPUIKOC KAl KUGTIKOG KAL TIEPIEXEL AVOPYAVWTEC, XWPIC aépa KUPENIDEC,
Bpoyxouc, x6vdpo, avamveuoTikd eMOAALIO KAl APTNPEIA TG CUOTNHATIKAG KUKAOPOPIaC.2
Ol ékTomeC apTnpieg Umopei va mpoépyovtal amod Tn BwPEaKIKN 1) KOIAIAKH aopTr. Zuxvd
untapyxet Seutepomadng Aoipwén, Bpoyxektacia r atehektaaia, mou cuvrBwg evtomileTal
O€ TUNMA TWV KATW AoPWV.

EMBPYOAOTIKH NMPOEAEYXH

To andéAupa oeileTal og Slatapayr TNG AvATTUENG TOU apXEYOVOU avaTmveUOTIKOU

'EmueAntpia, Movada Evéidusong NoonAeiag Neoyvwy, leviké Noookoueio Xaviwv «O Ayiog lewpytog»
Xavid Kotng

2KaBnyntpta Maibiatpikric Mav/uiov Kprjtng, AicuBovtpia Maibiatpikiic KAwvikng, Mavemotnuiakot No-
ookopeiou HpakAgiou Kpritng

AMnAoypaepia: EvayyeAia Mavt{oupdavn, mantzourani@med.uoc.gr
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KOl 0YYELIAKOU GUOTHHATOC, KATA TNV OTToid EUPPUIKOC TIVEULIOVIKOG LoTOG amoxwpiletal
amo TNV KUPLA TPAXEIOPPOYXIKN) CUOKEUN Kal €xel Tn SIKN Tou ayyeiwon. H diatapayn
yivetal og mpwipo otddlo TG euBpuikric (wne. Exouv Statunwbei Sidpopes Bewpieg
yla TNV TTPoEAEVUON TWV amoAupdTtwy mmou urtootnpiouv oti: 1) ‘Eva TURa ToU TIVED-
pova alpatwvetal anod urepdptBuo epuBpuikd KAASo TnG aopTr¢ o omoiog, Kabwg To
€uPpuo emunkLveTal, Bpioketal UTIO TAON, UE ATTOTEAEGHA TOV ATTOXWPICUO TOU TUN-
MATOC aUTOU TOU TIVEUOVA armd To GUGIOAOYIKO. To apTnEIaKO TPAUA KATA Kal PETA
TOV aToXWPEIoWO, MOTeVETAL OTI 08Nnyel o€ KUOTIKA €K@UAIoN.* 21) To amdAupa gival
€vag uTrepApLOUOC MVEUIOVAG TTOU EITE €ival EVOWHATWUEVOCG HECA OTO (PUCLOAOYIKO
TiveUova €ite Bpioketal eKTOC TVeLOVA TIEPIBAAOEVOC amd une(wkoTa.’ 31) Ta
ATmOAUUATA TIPOKUTITOUV aTTo TO ABpolopa Bpoyxoyevwy KUOTEWV TTOU AlpaTwvovTal
arné Tn CUCTNUATIKN KUKAO@opia.®

MNpoopateg PeAETEG TPOTEIVOUV OTI TO ATMTOAUHA Kal AAAEG GUYYEVEIG KUOTIKEG avw-
MaAieg Tou Tvelpova €xouv Kovr EUBPUOAOYIKN TTPpoéAeUan KaBOoOV £xOUV TTEPLYPA-
@€l a00eveic TOU €XOUV EVOOTIVEULIOVIKO 1 EEWTTVEUHOVIKO amdAupa Kal TaUToxpova
ouyyevr adevopatoeldn Kuotikn Stapaptia.’

2 & Olpd £€L TIEPIOTATIKWY HE TIVEURIOVIKO ammOAUUQ, Ta LOTOAOYLKA TOUG Eupripata
NTav TaPOMOoLA e EKEiva TNG ouyyevolc adevopatoeldolg Suomhaciac.t

Katd pia Bswpia, Ta evOOTIVELUOVIKA ammoAUpATA Eival ouyyeveic adevoUaTOEISEIC
SlapapTieg ) iowg Kat UOIOAOYIKOG TIVEUUOVIKOG LIOTOG TTOU, OUWE, £XEL AVWUOAN ayyei-
won. Oswpeital 6Tl pe TNV MAPOSOo TOU XPOVOU, UTTOTPOTILIA{OUCEC PAEYLOVEC TOU ATTO-
AUPOTOC KATACTPEPOULV TN OUVOEDN TOU HE TNV TPAXEIQ, TOUCS BPdYXOUC Kal To eMONAL0
NG MEPLOXAC TOU ATTOAUMATOC, IE ATTOTENECUA TNV IGTOAOYIKN Tou Slagopormoinon.’

Katd dM\n Bewpia, wg Kovog TaBoYeVETIKOG UNXAVIOUOG, Yia Th dnuioupyia KUoTL-
KWV CUYYEVWV aVWHOALWY, TIPOTEIVETAL N armo@paln TwV agpoPOpwV 0OWV KATA TNV
avATITUEN, HE ATTOTENECHA TNV EUPAVION TTOAMWV S1APOPETIKWY SIAUAPTIWV UE KOWVA
LOTOAOYIKA XOPAKTNPIOTIKA. '

Mapd tic Stapopec Oswpiec n akpIPAC EUBPUONOYIKN TTPOEAEVON TWV ATTOAUUATWY
Oev €xel akopa SIEVKPIVIOTEL

‘Exel Bpebei 611 10 Yovidio Tou homeobox Hoxb-5 sival amapaitnto yia tn ¢uctolo-
YIKr S1aKAGOWON TV aEPOPOPWY 00wV, EVW O UEAETN PAVNKE OTLUTIAPXEL CUCXETION
METAEL BPOYXOTIVEUOVIKOU ATTOAUMATOC KAl AVWHAANG €Kppacng Tou yovidiou Tng
mpwteivng Tou Hoxb-5."

Ta evdomveuuovika amoAvuata gival ouxvoTtepa. OewpouvTal OTIL TTIPOEPXOVTAL ATTO
TTPWIUN TTPOGEKBOAN TOU APXEYOVOU EVTEPOU Kal e€EAicoovVTal KATA TTAPSLIOLO TPOTIO
ME TIG Bpoyxoyeveig KUOTELG TOU pecoBwpakiou.? Ta evdomveupoviKA amolvpata oe
Slaxwpifovtal amod 1o QUOloAoyIkd mvelova péow umelwkoTa. O mvelpovag, EKTOG
TNG TTEPLOXNE TOU ATTOAUATOC Eival UOLIOAOYIKOC. ZTTAvia, gival Suvatdv To amoAupa
Va ETIKOWVWVEL E TNV TPAXEID, TOUG BPOYXOUC, TO YAOTPEVTEPIKO GWANVA I} VA GUVU-
TAPXEL M€ ANMNEC ouyyeveic SlapapTiec. Ol CUCTNUATIKEG APTNPIEC Eival HEYANEC KAl OL
POAEPBEC TAPOXETEVOUV TO AiA GTNV TIVEULOVIKH KUKAOPOPIa.2 Z€ TTOMEC TTEPITTTWOEILG
n d1dyvwon Tou evOOTIVEUOVIKOU amoAUUATOC UMOPE( va Yivel oTnv e@nPIkn NAIKia. '
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Ta ewnvevuovikd amoAuuara Bewpeital 6TL TpoépyovTtal anmod Ta KATWTEPA TUAATA
TOU apx£yovou Bpoyxou, oToTE, EUBPUOYEVETIKA, SnloupyoUvVTal apyoTEPA amo Ta evoo-
TIVEUHOVIKA. X € TIEPIOOOTEPEC TOU 90% TWV TIEPIMTWOEWV gppavifovtal we padla, aplotepd,
peTa&u Tou SlagpdyaTog Kal Tou aplotepou Aofou, £€w amod To omiayxViko une(wkaTa.
A&V EMKOIVWVOUV HE TNV TPAXEI Kal TOUG BPAyXoug, aAAd CUXVA ETTIKOIVWVOUV HE TOV
YAOTPEVTEPIKO CWANVA (0100PAYO, CTOUAXL, AETTTO éVTEPO).2 Ol CUCTNUATIKEC APTNPIEG
€ival HIKPEG KAl N GAEPIKA TTAPOXETELON YIVETAL 0TN CUCTNMATIKA KUKAOQOpia HEow TG
afuyou eAéRac.? Ta aydpta mpooBdaihovTal 3-4 QopEC TIEPIOCOTEPO ATIO TA KOPITola.'?
2 & 50% TwV TIEPIMTWOEWY CUVUTIAPXOULV Kal AANEG OLUYYEVEIC aVWHAAiEC.2 Ol CUXVOTEPEG
amno autéq eivat n atpnoia twv Bpodyxwv Tou Se€1ov dvw Ao ol pe avwpain TIVEUUOVIKN
QAEPIKA porj, 0 SITAACIACUOC TOU EVTEPOU, N ETTIKOIVWVIA JIE TOV OIOOPAYO, CUYYEVEIC
AVWHOAIEG TNE AUXEVIKAG HoipaC TNS OTTOVOUAIKAC OTAANG KAl AYYEIAKES AVWHANIEC TOU
TIVeUova, OTIWC N TIVEVUOVIKI UTTOTIAAGIA [IE ATTOUGia TTVEUOVIKNG aptnpiac.'™

KAINIKEEZ EKAHAQXEIX

Ta CUUTITWOTA TWV TIVEUUOVIKWVY OTTOAUATWY, TIPLV KAl LETA TN Yévvnon, e€apTw-
vTal amod 1o péyeBocg kat Tnv evtomion TN PAABNC, umopei 0w kat va amouatdlouv
TEAEIWE KAl TA armoAUpaTa va aveupeBoUV w¢ TUXAIO AKTIVOAOYLKO E0PNA, AKOUA Kal
otnv eviAiko {wr). Ta evbomveuoVIKA amoAUpaTa gival mBavoTePO va €ival ACUUNITW-
MOTIKA 1} VA EPPAVIOTOUV WE EIKOVA UTTOTPOTIIA(OUCWY AOIUWEEWY TOU AVATTVEUOTIKOU,
AOYw emMKoVWVIAg TOU amoAUUATOC E TOUG AEPAYWYOUE 1 TO YAoTPIKO cwAnva. O
OUYYEVNC TTAOOAOYIKOC LIOTOC UTTOPEl va LOAUVOEL KOTA CUVEXELD IOTOU HE TN HoPPN
TVeUPOVITIOAE i} ATTOOTAMATOC Kal EKONAWVETAL UE TTUPETO, Piyog, BrxXa, AloTTUCN
1 MuoTtUon. H poAuvon Umopei va yivel Kat alpatoyevwe UE OXNUATIOUO CUPLyYiwv.
TNV avTikelwevIKn e€€taon Tou aoBevolg, pmopei va unidpxouv maboloyikd supn-
pata oTic BAcEIC Tou MveLova Kal TapaoTovOUAIKA. Ta e€wmveupoviKd amoAluaTa
gival mBavoTEPO va TTPOKAAECOUV GUUTITWUATA TIPOYEVVNTIKA, AOYW TIiEONC TWV
evdoBwpakikwy opyavwv. ‘Otav gival eupeyédn, epgpavifovral pe moAvudpdpuvio,
TTAPEKTOTION HecoBwpakKiou Kal epPputkd VEpwTA,® AN Kal e AVATIVEUOTIKA
Suoxépela Kal Kapdlakr avemdpKela aTn VEOYVIKH NALKia, Adyw Staguyng aipatog
(shunting).” Ta pikpoTEPa €§WMVEVOVIKA amoAlpaTa pmopolv va ekdnAwvovTal
W¢ UTTOTPOTMALOUOCEC AOIPWEELC TOU AVATIVEUOTIKOU 1} WS AMOCTHMATA KAl ouvARBwC
Slaylyvwokovtal apyotepa.

1N BiPAoypagia, we EMIMAOKEG TWV ATTOAUMATWY, £XOUV TIEPLYPAPEL LUKNTIAGIKN
Aoipwén Tou amoAlpatog, emMuoOAUVon amo @uuatiwon, alpobwpakag, Bavatneopog
alpomTuon, kahonBelc dykol, aAd Kal kakonOng e€alayr] Tou dykou.'52

AIATNQXH

Ta mveupoVvIKA amoAUATA, OTIWE KAt AAAEG CUYYEVEIC KUOTIKEC AVWHOAIEG TOU TTVEU-
pova prmopoUv va SlayvwoTouv TPOoYEVVNTIKA UE TN Bor Ol Twv UTTEPHXWV.
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H S1dyvwon givat eIkt apKeTd vwpic, pe tn xprion Doppler mou pmopei va avadeiel
1600 TNV KUOTIKA BAABN 600 KAl TNV AVWUOAN ayyEiwaon, akopn kat katd tn 18" fdo-
pada ¢ KURoEw. 2 AUo opddeg epeuvnTwy, SlEyvwoav MPoyevvnTIKA TNV TTapoucia
£€WMVEVHOVIKWY AMOAUPATWY Katd Tn 20" eBSoudda Thg KUNoNnG.2*2° Ta eupATA OUWE
Oev emPePaiwbnkav og emavéeyxo, Yyeyovog To omoio amod6Bnke oTn pn amelkovion
TOU TPOPOPOPOU ayyeiou, mBavov Adyw avénong tou peyéBouc tng PAAPNG. 24

JUYVA, ol TIVEVHIOVIKEC PAAPEC TTOL £XOLV XOPAKTNPIOOEL WG ATTOAUATA TTPOYEVVN-
TIK4, Sev emPBePalwvovTal o€ EMOUEVOUC UTIEPNXOYPAPIKOUC EAEYXOUC. OUwC META TNV
yévvnon, Ta anmoAupata emavep@avifovtal akTivoloyikd o€ moooatd 68%.%

Ztnv ayyAikn BiBAloypagia, o€ 38 mePIMTWOELC amoAUUATWY TTou Slaytyvwodnkav
TIPOYEVVNTIKG, OANA Oev emPBeBalwbnkav og emdpevo umepnXoypa@ikd éleyxo, 13
(34%) @Avnkav va urroaTtpéPouv Kal 2 (5%) va e€agavifovtal eviehwc. Q¢ ek ToUToU,
av SlayvwoBei amdAupa TPOYEVVNTIKA, CUVICTATAL TOKTIKOC ETTAVEAEYXOC, WOTE VA YiVEl
éykalpa BepameuTiki eUBpuiki mapéupaon, av urmapyel Evoeign.

MNa tn dtayvwon Hetd tn yévvnon, anartouvtal d1adoxIKda n anmir akTivoypagia, To
uniepnxoypdenua pe Doppler, n a&ovikA Topoypagia Kat n payvnTikn - 6xt N KAACIKA-
ayyeloypagia. To omvOnpoypdenua pmopei emiong va fondnoel otn didyvwon.

TNV anin akTivoypaeia, To e€wnveupovikd anmoluvpa amneikovietal w¢ pia ou-
pmaync Hada, evw To eVvOOTIVEUUOVIKO WE TTOANATIAEG KUOTELG TTOU TIEPLEXOUV AEPQ, AV
ETKOIVWVOUV UE TOV TTvelpova. 122729

To unepnxoypda@nua avadelkviel Tn PAAPN, av SV UTIAPXKEL CNUAVTIKA EMKAAUYN UE
Tov mvelpova kal To Doppler deixvel Tnv ayyeiwon tng BAARNG. Lo omvOnpoypdenua
To anmoAupa mpoohapPdvel Tn padlevepyd ouaoia kat pBopilel oe AAAN @don and 6,Tl
0 (PUGIOAOYIKOC TIVEUHOVAC, KOBOOOV TO amdAuA AIHATWVETAL ATO TN CUCTNUATIKA
KUKAOQOPIQ, EVW 0 PUGLOAOYIKOC TIVEDOVAC ATTO TNV TIVEVROVIKN.2 2

H afovikn kat payvntikn topoypagia ameikovi(ouv tn BAAN kat Tnv ayyeiwor tne.
21N Bpoyxookomnaon dev aveupiokovtal TUWOEIG EKKPIOELG amo To aTeAexIaio Bpdyxo,
aKOUa Kal av UTTApxel Mveupovikn Sdtamunon.

OEPAMEIA

H oploTik Beparmeia Twv amoAUUATWY €ival N XEIPOUPYIKH EKTON.

Ta e§wmveupovIKA amoAUUATA APALPOUVTAL EUKOAOTEPA XELPOUPYIKA, AoV TEPL-
BaMovtal amo 61ko6 Toug urte{wkdTa Kal Sev BiyeTal YIRS TIVEUIOVAC.

Ta evbomnveupovikd avtipetwmifovtal e AoPektoury, kaBooov Sev gival duvatov
va Slaywplotei n BAABN amd Tov uyir TVEVPOVIKO 10T0.'%27 MeTd Tn AofBeKTouN), Ol £TT-
VEINNUMEVEG MNOIHWEELG TWV EVOOTIVEUIOVIKWV ATTOAUMATWY TTaUoLV. To YOVO TEXVIKO
MPOBANUA E TN XELPOUPYIKA eméuBaon Kal yia Toug SUo TUTTOUG ATOAUUATWY Eival n
mMOavoTNTA CNUAVTIKAC AMTWAELAC AiaTog AOYw TNES €KPUONE TNS AVWHAANG apTnpi-
ac. H voonpdtnta kal n Bvntdtnta gival Jikpr, av n XEPOUPYIKN a@aipeon Yivel TTplv
Vv ek8RAwon emavelnupévwy Aolwéewv. Ta PETEYXELPNTIKA amoTeAéopaTa gival
IKAVOTTOINTIKA.' %%
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O KATAAANAOC XPOVOC YIa TN XEIPOUPYIKH AVTILETWTION, AAAA Kal N avaykaldTnta
NG XEIPOUPYIKAG EKTOUAG ACUUTTWHATIKWY BAaBwv amote\ouv onpeio au@iopni-
one. Av kat éxel mpotaBei va avtipetwmniovtal XElpoupyikd Hévo ol acBeveic mou
€ival CUUTITWHATIKOI, OTA TIEPIOOOTEPA KEVTPA XElPOUPYoUVTAL OAA TA AmOAUUATA,
ave€apTATWE CUMMTWUATWY, Yia va dtacagnvioTei N S1dyvwaon 1I0TOAOYIKA Kal Yia va
amo@euxBouv eMIMAOKEG."

O kataAAnASTEPOC Xpodvog Yia e€aipeon Tou amoAvuatog dev gival amdiuta Sieu-
KPIVIOPEVOC KAl KUAiveTal amo Tnv nAikia 1 pAva éwc 2 etwv. Ot neplodtepol e1dikoi
TIPOTEIVOLV TNV EKTOUN PETAEY 6 unvwy Kat 1 étouc.®

X € TePIMTWOoN 1oV amelAeital N KUNon Kat n BlwouoTnTa Tou EPPpPLOU, agalpeital
uypPO amod TNV AUVIAKN KOIAOTNTA 1 YiveTal AAAN evdedelyuévn eméupaacn, mou SpwG
Oev gival n oploTikn Bepameia n omoia eMTUYXAVETAL LETA TN YEVVNON, UE XELPOUPYIKA
agaipeon ¢ BAAPNC. Zmavia, amarteital apaipeon Tou amoAUATOC TTIPOYEVVNTIKA
Kal auTo yivetal, oxedov amoKAEIOTIKE, OE TTIEPITTTWOELG TTOU CUVUTIAPXEL UE OUVODO
gUPBPUIKO LOpwTA Kal KAPSIAKA avendpKela pe mMBavoTnTa emituyiag dvw tou 50%.3

‘Otav 10 andAupa KataAappdavel mavw amd 1o Koo NUBwPEAKIO, TTPETTEL va YiveTal
EKTOMN AUEOWG PETA TN YEVVNON, AKOUN Kal av Sgv UTTAPXEL AVATTIVEUCTIKY SUCXEPELa.
AmoAUpata pecaiou peyéBouc agalpouvTal XEIPOUPYIKA, VM VIO TA UIKPA KAl ACUUTTTW-
MaTikd evdeikvuTal XElpoupyIKN e€aipeon o mepimtwaon mou eviomni{ovtal evdomnveu-
MovIKda 1 apdelovTtal amd PeydAn €ktomn aptnpia n omoia pmopei va dnuioupynoel
avevuplopa i alpéntuon. =%

>YNAPOMO SCIMITAR

To cuvdpopo Scimitar givat pia TTOAD OTIAVIA GUYYEVIC AVWUOAIQ TNG TIVEUUOVIKAG PAE-
Bk emoTtpoenc (ayyeiwonc). To aipa amo 1o §e€16 Mveuova KATANARYEL EITE OAIKWC EiTe
MEPIKWE OTNV KATW KOIAN PAERa, avTi va KATAARYELOTOV ApIloTEPO KOATIO. To UVOPOO AUTO,
otnv MAfPn Tou pop®n, mep\apBavel umomiacia Tou de€lov ivelpova, Se€lokapdia kal
aldtwon tou Se€lov VEUIOVA Ao TN CUCTNMATIKI KUKAo@opia.32 Mmopei va cuvdudaletal
ME AANEG OUYYEVEIG aVWHOAIEG, OTTWG TO TIVEURIOVIKO armOAuua,® alld éxel mapatnpnOei
Kal € AVWHOAIEG TNG TIEPLOXNG TOU KPAVIOU KAl TOU TTIPOCWITOU, OTIWG TO KOAOBwHA TNG
ip1doc N n peydn mapeykepahikn de€apevn (cisterna magna).3* To cUv&poo umopei va
TIOPAMEIVEL ACUUTTTWHATIKO, OUWE PITOPEl va ekONAWOEI e TTVEVOVIKN UTIEPTACN, KO-
O10KM AVETIAPKELA ) PIE ETTAVEINNMEVEC ANOLWEELG TOU Ge€loL TTvelova. Ot aoBeveic mou
EKONAWVOUV CUUTTTWHATA £XOUV onpavTtikoL Babpou diagpuyr and apiotepd ota Se&ld
(left to right shunt), mapouaidlouv cuvrBwg duomvola kat urtoAeimovtal otnv avénon.

H diayvwon yivetal akTivoloyikd. ZTnv akTivoypa@ia Bwpaka, TO TIVEULIOVIKO ayyeio
TTOU KATAANYEL 0TNV KATW KoiAN @A€Pa ameikovi(eTal we pia KUPTH OKId mapakapdiakd
6e€la mou potadel pe yiataydavi. To E0pna auto UITOPE( va NV ATOKAAUTITETAL OTNV OTTAR
aKTIvoypa®ia, av emmpoAlletal n kapdlakn okid, omdte xpeldletal va yivel a&ovikn
r/Kal payvntiki Topoypagia.® OploTiky Slayvwon tiBetal Pe TNV ayysloypagia i Ye
Tov Kapdlakd kabetnplacuod (BAéme oehida 185, Eikdva 16).
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H tpiobidotatn payvntiki Togoypagia pe Tn xprion oklaypagikou (gadolinium)
MTTOPE( va aTelkovioel avaTopiKd Kal AeIToupylkd Tn PAARN HECw UTTOAOYIOUOU TNG
aptotepodedidc Stapuync.’” To ouvdpopo Scimitar prmopei va dtayvwoBei pe Tn BorOela
ToU £yXpwiou ureprixou Doppler mpoyevvnTikd Katd éco 6po amo tnv 271+ 7 eBdoud-
6&¢.3® H mpoyevvntiki S1dyvwaon Tou cuvSpouou, OTTWE Kal TwV AAAWVY KapSlayYEIaKWY
OVWHAALWVY TTOU TUXOV GUVUTIAPXOULV Eival ONUAVTIKI, WOTE VA EVNUEPWOOUV Ol YoVEic
éykaipa yia t BAAPN kal Tig mMOAVEG CUVETTELEC,.

Oeparneia ouviBw¢ dev xpeldletal. OTav OPWCE oL EMAVEINNUUEVEG ANOIMWEELS gival
OUXVEG, Urmopei va xpelacBei Aofektopn A kal mveupovektopn.* H oplotikr Beparneia
ETTUYXAVETAL AYYELIOXEIPOUPYIKA, UE TNV EUPUTEVCH TNG EKTOTTNG TIVEUHOVIKNAG PAEBaG
OTOV APIOTEPO KOATTO.* T TIEPIMTWOELS TTOU N GAEPIKA ayyeiwon Tou Se€lov TveLova
givat SImAN pe To éva ayyeio KataAryel 0Tov aploTePd KOATTO Kal To AANO 0TNV KATW
koiAn @A£fa, ouvioTdtal n amohivwon TNG EKToTNG GAERAC TTPOC TNV KATW KOIAN, WOTE
V0 TTOPAMEVEL LOVO AUTH) TTIOU KATAAYEL OTOV APLOTEPO KOATTO. '
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uyyevéc AoPwdec Eupionua

EppavounA MNapaokdkng, ABavactog Xat{nuixanA

To Zuyyevéc NoPwdec Epguonua (ZAE) ekbnhwvetal cuvriBwe (50% Twv MEPIMTWOEWV)
aTto TIC TIPWTEC NUEPEC TNG (WG, KATTOLEC POPEC E SPAUATIKY EIKOVA AVATIVEUOTIKNG
avemdpkelag mou xpetaletal apeon Sidyvwon kal avtipetwrion.? Mmopei akéua n
vd00G va TAPAPEIVEL ACUUITTWHATIKA Yia Xpovia kat n didyvwon va 1ebei petd and
TUXA{O aKTIVOAOYIKO €Aeyxo o€ peyahUtepa maidid rj veapolg evilikouc.'? To ZAE
xapaktnpifetal cuvnBwg amod umepSidtacn Tou TAcXovTog Aof3oU Tou MVeUoVA TTOU
QOKE( TTECTIKA QaIvOpEVA ETTE TOU LUYIOUG TIVEUHOVIKOU TIAPEYXUHUATOG KAl PITOPEi va
mPoBANEL pe avamveuoTikn Suoxépela.’ ZuvnBwc mpooBarietal évag Aofdg, ou e
OElpd ouUXVOTNTAC Eival: apLOTEPOC AVW AoPOG 42%, Se€16¢ pécog 35%, Se€16¢ dvw 21%,
KAaTtw AoPoi 2%." Zndavia mapatnpeital mpoofoin Kat Twv d0o Aol wv.

Hvoéo0o¢ epgaviCetal o€ 1:20.000 £éwg 30.000 yevvnoelg Kal TPooBAAel cuxvoTepa Ta
ayopla (aydpla/kopitota 3:1).34 MapoTi n vdoog éxel meplypagei amd 1o 1932 dev unapyel
KOWVI OTPATNYIKI QVTIHMETWITIONG KAl EISIKA TWV ACUUTTWHATIKWY I} OAYOCUUTTTWUATL-
kwv rratdiwv. Emiong, Ta tedeutaia xpdvia eival Suvatn kat n mpoyevvnTikn Sidyvwon
1 Kat S10pBwoN TWV CUYYEVWV TIVEUOVIKWY AVWHAAIWY B€TovTag véa EpwTAMATA YIa
TOV KATAAANAO XpOVO Kal TPOTIO AVTIUETWIONG Tou XAE.'®

MAGOIENEIA

H arttoloyia tou ZAE eivat moAumrapayovTikr Kat mavotata n vooog gival amoTtéAeCa
TTOAATAWY SLOPOPETIKWY TTABOYEVETIKWY PNXAVICUWV. H umepdidtacn Tou maoyovTog
Aof3ou pmopei va givat amoTtéAeopa TTOIKIAWY SlaTtapaywy Tou apopovv oTh BPOoyXOoTVEU-
povikr StdmAaon. AuTéG ol SIaTaPaXES UITOPEL va EMNPEGCOLY TOV APIBO TWV AEPAYWYWV
KAl TWV AEITOUPYIKWVY HovASWY, aANA Kal To HéyeBoc Twv KUPeAidwv Tou aoBevouc.>®

Maibomveupovoloyikri Movada, Maibiatpikry KAvikry Anuokpitetou Mavemotnuiov Opdkng, MNIN Ale-
avbépourmoAng

AMnAoypaepia: EupavouniA lNapaokdkng, eparaska@med.duth.gr
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Juxvotepn (25-48%) aitia Tou ZAE avagépetal n amno@paén Tou agpaywyou, Tou
€xel w¢ amoTéheopa TN dnuioupyia pnxaviopoL PaABidag, emtpémnel Tnv gicodo oxl
Opwg Kat TNV £€€060 agpa mpokaAwvTag TNV mayideuor Tou otov doxovta Aof3o Kat
N Snuioupyia TNG XapaAKTNPLOTIKAG uTtepdidtaonc.'* Zuxvéotepa aitia andepadng
kat dnuiovpyiag pnxaviopou BaiBidag eivat n SuomAacia Twv xovépwy Twv Ppdyxwv
(Bpoyxoualdkuvon), n unepmAacia r} TTUXWon Tou Bpoyxikol PAevvoydvou, ot Sia-
XUTEG Slatapayég Tou Bpoyxtkou BAEVVOYOVOU WG AMTOTENEGHA LOYEVWV AOIMWEEWY 1
omavioTepa eEwTepIKA Tieon Tou Ppdyxou Kat peiwon Tou auviol.'>” Na onuelwOei 0Tt
OTIC WIOEC TIEPITTOU TIEPIMTWOELG OLUYYEVOUC AoBwdouc eppuonpatoc dev aveupiokeTal
OUYKEKPIUEVN avwpalia Twv Bpdyxwv Kal n arttomaboyévela mapapével ayvwotn.®

loToAOYIKG, OTNV TIEPLOXT TOU TTAOXOVTOG AofBoU cuxvOTEPA aVIXVEUOVTAL PUCIO-
AoyikoU aplBuou yia tnv nAikia Tou aoBevoug kupeAideg, ol omoieg dev mapoucidlouv
TNV avaloyn wpipgavon pe tv mpdodo tng NAIKIag, yeyovog mou urmtodnAWVEL avaoToAr
NG avantuéng Twv KUYPeAIdwV oTnv TAoxouoad TEPLOX LETA TN Yévvnon.'2 Zravidtepa
pmopei va spgaviletal o TOAUKUPENISIKOC TUTTOC TTOU TIEPLYPAPNKE Yid TTPWTN Qopd
amo toug Hislop kat Reid kat xapaktnpiletat amd avénon tou aplOuol twv Kupelidwyv
XWpI¢ 1otoAoyikn PAAPN oTouC agpaywyoug f TNV ayyeiwon.'>#

O ndoxwv AoPo¢ meplPePIKA TNG amd@paéng dlateivetal Kat TPOKAAEL TECTIKA
PAIVOLIEVA 1] KA ATEAEKTACIEC OTOUG TTAPAKEIUEVOUC AOPBOUC, evw €Tl eydAng dtataong
TIPOKAAEITAL PETATOTTION Tou HecoBwpakiou r)/kat StoAioBnon tou unepdiavydlovTtog
AoPou o1o étEPo NUIBWPAKIO PEow TOU HEcOBwpaKiou.

Ta meoTIkA @avépeva gival urrelBuva yla TNV avanveuoTikh Suoxépela Tou Ta-
pouatalel o acBevrc 6Tav dlateivetal o macxwv Aofoc.

KAINIKH EIKONA-AIATNQXH

O1 KAwvIKéC ekdnAwoelg Tou XAE moikihouv. Ot meplocdTepol acBeveic epgpavi(ouv
CUUTTTWHATA TOUG TTPWTOUE £€1 UVES TNG (WNG WE KUPLa EKOAAWGCN AUTAY TNG AVATTVEU-
oIk Suoxépelag mou xprilel dueong avTipetwmiong.>® Ot piooi mepimou acBeveic pmopei
Va €ival ACUPMTWHATIKOI TIG TIPWTEG NUEPES TNG (wNG. H mAelovotnTa Twv Bpepwv Ba
TTAPOUCLACEL OTASIAKA EMOEIVOUEVN AVATIVEUOTIKN Suoxépela péxpL TNV NALKia Twv
TEOOAPWV PNVWV.® Ogia epPAvion avamveuoTIKNG SUOXEPELaG UMopEi va eppaviodei oe
12% Twv aoBevwv Kat ouxvd oxetiCetal pe o&gia Aoipwén Tou avanveuoTiko.> MIKpo-
TEPOC APIOUOC a0BEVWY UITOPET VA TTAPAEIVEL YIA APKETA XpOVIa XwPIC CUUMTWHATA.
H KAwvikn g1k6va 0T veoyviKn nAia mepAapuAavel KUpiwg EVPAATA XApAKTNPLOTIKA
niveupoBwpaka urd taony, dnhadn urtepdiatacn tou MpoofePAnpévou nuibwpakiouv,
ME HElWPEVO CUOTOLKO AVATIVEUOTIKO YIBUpLIopa, anwdnon tou pecobwpakiov mpog
Vv avtiBetn mAeupd pe Taxumvola Kal avamveuoTikry duoxépeta.'”

JuviBwce n aktivoypagia Bwpakog, mou amoTeAEl Kal Th e€€Tacn EMAOYAC Yla TNV
apxtkn Sidyvwon), 6a avadeiel umepSlauyaoTiko Aofd pe MESTIKA avopeva 0To TAoXov
NUBwpAKIo Kal KaTaoTaon Tou cuaTolxou nubwpakiou (Ewkoéva 1)."” Mmopei va cuvu-
TIAPXEL PeYANOU BaBOOU TTAPEKTOTIION TOU ECOBWPAKIOU LIE ATTOTENECHIA TN CUTTIEDN KAl
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TOoU AA\ou mvelpuova. Yrdap-
Xouv mepimtwoelg XAE o6mou
apPXIKA N akTivoypapia Bwpa-
Ka TTapouctalel aKTIVOOKIEPN
BAGPN n omoia ogeiletal o
TARPWON TN TACXOUOAG TTE-
PLOXNG ME TIVEUUOVIKO LYPO.
‘Otav 10 LYPO amoppoPnOei
o€ 6eUTEPO XPOVO, EPpavile-
TAL N XOPOKTNPLOTIKN €IKOVA
pE TNV umepdidtaon Kat tnv
avénuévn dlauyaoTtikotTnTa

Tou mrdoyovtog Aof3ou.
EIKONA 1. AkTivoypagia veoyvou auéOwG META TN To omvenpoypagnua ae-
yévvnon omou avadelkvietal 1o XAE 6e€lov pécou PIOHOU / AIHATWONE CUVAOWC
Mool pe ouvodd eméktaon MPog 10 HECOBWPAKIO EU@aVilel pEtwpévn TEGoANUN
(BéAn)."

TOU IOOTOTIOU KAl EIWHEVN al-
MaTIK por) oTtov mdoxovta AoRo." H teAeutaia e€étaon ival 1dlaitepa FonOntikr ot
Slaxwptopo Tou maboloyikd Siatetapévou unepdiavydlovtog Aofou mou evtomiletal
0TO éva NUIBWPAKIO aTtd TOV CUYYEVH UTTOTTAAOTIKO TIVEUIOVA TOU amévavTl nuibwpa-
Kiou pe ouvodo deutepoyevr urepdiATacn Tou LYIoUG nUIBwpakiou.!

Amé TIc ANoirmég S1ayvwoTIKEG €€TATELC N BpoyX0oKOTNON €ival o€ Béon va avadeiel
Ta evO0oaLAIKA Kupiwg aitia amo@pa&ng Tou macxovtog Aoou. Me tn Bpoyxookomnon
pmopei akéua va dtayvwaobei n mmapén evdéoaulikol £Evou owHATOC TTOU CUMTTEPIAA-
Bavetal otn Staopikn S1dyvwon NG evOoauAIKAC oTévwong Tou ouvodevel To ZAE.!?

To unepnyoypdenua kapdiag ayyeiwv pumopei va avadeifel TIC cuyyeveic avwaNieg
™NC KapdIAg Kal Twv Ayyeiwv TTou mapatneouvtal o€ 14% Twv mepimtwoswy XAE.

Znuavtiki e€€taon mou cUUPBAAEL OUCIACTIKA OTNV AKPIPH ATTEIKOVION TOU EUPU-
onuatikoL Aof3ov, atov TPoodloplopd Tou PeyEBoug Kal TG akplfoug Béong Tou oto
NMIBWPEAKIO, OTIWC Kal 0TOV EAeyXO TwWV AAAWV AoPWV Tou TIVEUHOVOC gival N aovIKn
Topoypagia Bwpakoc (Eikova 2).">7” Mnopei emiong va Stapopodlayvwaoel o XAE and
Tn ouyyevr urtomaoia kat tn ouvodod unepdidtaon xwpig mapouacia eppuoruatog. H
aKTIvoypagia Bwpakog, To omvinpoypdenua agpiopol alpdtwaong, n afovikn Bwpa-
KOG Kal eVioTe n BPoyx0ooKAOTTNoN amoTeAoUV TIG KUPLEG eEETACEIG TTOU SlevepyouvTal
oLVNOWC TTPOEYXEIPNTIKA 0Ta TTAcovTa Tatdid agou gival og Béon va empPeBaiwoouv
N S1Ayvwon, va amoKAEIoCoUV Ta TTEPIOOOTEPA VOO IATA TTOU TTEPIAAUBAvovTal 0TN
Slagopikn didyvwon tou ZAE kal va dwoouv akplfeic mAnpoopieg yia tn Béon kat
alpdtwon ¢ PAAPNG.?

H npoodocg Twv pebodwv mpoyevvnTtiknig Siayvwong mapéxel méov tn Suvatotnta
¢ Slayvwong tou XAE amd 1o 1pito Tpinvo tTng yKupoolvng pe tn Borifela tou
urepnxoypa@iuatoc.’'%"12 H Suvatdtnta AeMTOUEPETTEPNG ATTEIKOVIONG TNG BAABNG
TMAPEXETAL Amd TN LAYVNTIKN TOPoypa@ia TNG eykuou (Eikova 3).” QoTtdc0 va onuelwOei
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EIKONA 2. ASovIkn Topoypagia Bwpakog Tou
veoyvou g Eikévag 1 omou avadeikvietal
10 ZAE 6€€loU péoou Aofou pe ouvodo ate-
Aektaoia Tou 6e€lo0 dvw AoBou, mapekTodmI-
on Tou PecoBwWPAKIoU TTPOG Ta APLOTEPA Kal
EMEKTAON TOU EUPUONUATIKOU AooU TTpog TO
pecoBwpdkio miow amd tnv kapdid (éNog)."

-

EIKONA 3. MayvnTikn Topoypagia Bwpakog
Tou veoyvoU tn¢ Eikévag 1, tnv 20 efSouada
KUnong, omou avadeikvietal XAE Se€lov pé-
oou Aof3ol (M) pe ouvodo TTAPEKTOMION TOU
pecoBwpakiou Kat amwdnaon mPog TV Kopu-
@1 ToU LYLOUG TIVEULOVIKOU 1oTOU (B€An)."
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OTL évag HeYANOG aplBuOG amd TIg mepl-
mTwoelg ZAE mou dlaylyvwokovtal mpo-
YEVVNTIKA UTTOXWPEOUV QUTOUATA TIPLV TN
yévvnon, a\ka pelwvovtal o péyebog
Kal T VEOYVA €ival QCUUTTWHATIKA
KOTA TN YEVvNnon, Kal TEAIKA, autd TTou
TIPOKAAOUV CUUMTWHATA KAl amaitolV
AEDN XEIPOUPYIKNA TIAPEUBao AUéowS
META TN Yévvnon gival ta Atyotepa.* Ta
Sedopéva autd €xouv odnNyROEL TOUG TTE-
PI00OTEPOUC EISIKOUC VA [N CUVICTOUV
TNV MPOYEVVNTIKA TTapéuPaocn yla T
avTieTwmon tou XAE."?To ZAE pumopei
va ouvuTTApxelL (14-40%) pe AAEC Oouy-
YEVEIC aVWHOAIEC OTTWC, KAPSIAYYEIOKEC,
S1a@PAYHATOKNAAN, XOVEPOEKTOSEPUIKA
Sduomhaaia, xovépoduatpoia, amhacia
VEPPOU, oxloTieg>?

AIAOOPIKH AIATNQXH

H dtagpopikn Sidyvwon tou ZAE me-
p\aupavel ouolaoTikd 6Aa Ta AiTla ev-
O0AUAIKAG HEPIKNAC amdPpaéng 6T, Ta
&éva owpata, Tnv elopdenon PAévvnc
Ta ev&0aUAIKA KoKKiwpata.” Xtn Siago-
pIkA Sldyvwon tou ZAE mephappavetal
€miong n Bpoyxikn atpnoia otnv omoia
0 TTAoKWV AoBOC agpileTal Eow TWV TTO-
pwv Tou Kohn amo Tou yerTovikoUg YLEIG
Mofouc.! Me Tnv mapouscia QU LaTog
eppavifovtal emiong e€wavAikd aitia
amé@paéng, Oomwe n eEWTePIKNA Tieon
OO CUYYEVEIC aVWHANES TWV PEYAAWY
ayyeiwv A TS KapdIdg, Tou WG, EW-
@aviletal HeTA TN veOyVIKH TiEpiodo Kal
emdevwvetal He TNV NAKia. AN aitio
e&wavkikng anoepaéng ival n mieon
amo cuyyevn Bpoyxoyevr Kbotn.'”’

1N Sdagpopikn Sidyvwon tou ZAE
nep\apPdveral emiong n umonmAacia i
armouaia Aofou mou TpokaAei uepdi-
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ataon kat urtepSlavyaon Tou LYIoUG NUBwpakiou TNS avTiBeTng MAevpdc. Oa mpémnel
TENOG VO ONMUEIWOOUE OTI N PETATOTTION TOU PecoBwpakiou pe cuvodd aKTIVOOKIEPD
NUBwpdkio, émwe cupPaivel eviote oto ZAE kKatd tn veoyvikn mepiodo, umopsi va
nmapatnenBei kal og mepinTwon XUAoBwpaka, ouyyevoug KUOTIKAG adevopuaToeldoug
Suomnlaciag mvedpova Kal ouyyevouc dlagpaypatokiing.'”

OEPATEIA-MPOINQZH

H ouvtnpnTiki avtigeTwmon yia ta matdid mou dev ep@avifouv CUUMTWHATA Eival O
KavOVac, a@oU amo apKeTEC LEAETEC Exel amodelyOei 6TI ol aoBeveic autoi £xouv Tapo-
pola mpdyvwaon He Toug acBeveic 0Toug 0Toioug APalpEOnKe VWPIC 0 ELPUONUATIKOG
Ao 2410121475 Mgpd TalTa OUWE, XPEWAlOVTAL AKOUA MEAETEC YIO TNV EKTIUNON TNG
MOKPOXPOVIOG TTPOYVWONG TWV ACUUTTWUATIKWY TTadiwv mou dev avtipetwriCovial
XElPoupYIKA.2 AvtiBeta, cUpwva pe Tn BiBAoypagia dAA Ta CUUNTWHATIKA Bpéen KdTw
TWV 2 UNVWV 1 AUTA AVW TwV 2 UNVWV HE PETPLA €we ooPapr avamveuoTik Suoxépela
TIPETTEL VA AVTILETWTTICOVTAL APEDA HE XEIPOUPYIKN eMéUPaon.>* O xpdvog oTov omoio Ba
TIPETIEL VA YIVEL TO XEIPOUPYEiO OTa BPEPn He HETPLA cupmTwUaToAoyia Sev gival KaAd
KaBopIopévoc, av Kal Ta TTEPIOOOTEPA KEVTPA TIPOTEIVOUV TN XELPOUPYIKN e€aipeon
o€ nAKia 1-6 pNVWV O0Ta CUUNMTWPATIKA Tadid, Oewpwvtag 6Tl N éykalpn €aipeon
peyloTtomolel TNV avantuén Tou uyloUg TIVEUUOVIKOU TTapeyXUMaToG.*

KAao1kr u€60d0o¢ avTIpeTWIoNG gival n BwpPakoTour) Kat AOBEKTOWI TOU TTACKOVTOG
AoBoU.> MeTd Tnv agaipeon Tou mdoxovTtog Aofou o uyING TIVEVIOVAC EKTTTUCOETAL KAl
mAnpoi 1o nubwpdakio.® MNpdogateg peréTeg o€ Ppépn kal madid nAkiag SUo nuEPWV
£w¢ OeKAOKTW €TWV aflohdynoav Tnv urtoonBovpevn Pe EMOTITIKA Péca OwPAKOOKO-
mkn Aofektopn (Video Assisted Thoracoscopy Surgery, VATS) 6mou amodeixfnke 6tt
OTTOTEAE( AGPOAAN TEXVIKN HE TTAPOUOLA ATTOTEAECUATIKOTNTA UE TN BwpakoTtoun.* ¥ H
BwpakookoTikr AoBekToun amattel LKPOTEPO XpOVo vooneiag (LEcog 6pog SIdpKelag
voonAeiag 2,8 nuépeg), eivat Miydtepo emeuBatikn Kat emwduvn yla Toug HIKpoUS aoBe-
VEICG, EVW OTIAVIEG €ival ol SIEYXEIPNTIKEG EMITTAOKEG TNG, KABIOTWVTAG TNV WG péBodo
EMAOYNC YLa TNV AVTILETWTTION ToU avemimAektou ZAE pe Aofektoun.> '8
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Juyyeveic KuoTikég BAaBec

Mdpto¢ M. Mamaddémoulog'?

«aOoKeiv mmepi Ta vouorjuata 600,
WQEAEY 1) un BAdGrTelv»,
Inmokpdatng

Ot ouyyeveic KuoTIKEC BAAPEC TOU AVATIVEUOTIKOU GUCTHATOC AVTITTPOCWTTEVOUV
Mia etepoyeviy opdda diatapaxwyv mepi Tnv dtamiaon. H kuoTtikr avwpaiia duvntika
aPOPA OTOUG AEPAYWYOUC KAl TO TIVEUHOVIKO TTIAPEYXUMA 1 Kal TO ayyelako Siktuo
TOU OVATIVEUOTIKOU CUCTNMATOC (aPTNPIAKO, GAERIKO, AEUPIKO). Zuxvda TTPOKELTAL Yl
UBp16IKNA PAGPN TTou GUVSUALEL IETOAOYIKA XOPAKTNPLOTIKA SIAQOPETIKWV HETAED TOUC
OUYYEVWV AVWUOALWY.

H ouxvotnta avelpeong ouyyevoUs KUOTIKAG BAABNG Tou avamveuoTikoU gival
SUokoho va ekTiunOei, wotoco Bewpeital 6t1 Eemepvad Ta 4-6 meptotaTikd /10.000
MANBUOHOV. ATTOTEAOUV TOV GUXVOTEPO TUTIO GTO GUVOAO TWV CUYYEVWY AVWHONWY
ToU avamveuoTikoU. H auénuévn emintwon twv KUoTIKWV BAafwv TTou mapatnpeital ta
TENEUTAID XPOVIA OPEINETAL KATA KUPLO AOYO OTNV KABOAIKH EQAPOYH TOU TIPOYEVVNTIKOU
UTTEPNXOYPAPIKOU EAEYXOU OTO 2° TPIMNVO TNG EYKUPOOUVNG OTIC XWPES TOU SUTIKOU
KOopou. H alayr autr pag wbei otadlakd o€ pia kaBoAikd diagopeTikr Bswpnaon. Ot
mralaioi akyopiBuol ta&ivopunong, S1dyvwong Kal avTIMETWITIONG TWV CUYYEVWY KUGTIKWV
BAapwv BswpolvTal MAéov avenmapkeic ylati Baci{ovtav o€ I0TOAOYIKA TTApACOKEUAOUOTA
amo Bvnotyevr Bpéen Kat UAKSO AoPekTopn amd peyalltepa maidid i kat evnAikoug,
gpbdoov N Sl1dyvwaon yivotav amokAEIOTIKA PMETA TNV yévvnon. ZAUEPQA, N TTAEIOVOTNTA
TWV CLUYYEVWV KUOTIKWV BAafwv Slaytyvwoketal piv amo Tn yévvnon. H mpoomndBela
QVTIOTOIXIONG UTTEPNXOYPAPIKWY EIKOVWV TOU AVATIVEUCTIKOU amd €U pua nAtkiag 20-40
£BR6oUASWVY PE TTEPIYPAPEITEC (LAKPOOKOTTIKA, IOTOAOYIKA, AKTIVOAOYIKA) VOGOAOYIKEC
OVTOTNTEC VEOYVWY, TAISIWV 1] Kal eVNAIKWV gival TpoBAnuatikr. H avaykalotnta piag
véag Bewpnong kat Slaxeiplong yivetal o EMITAKTIKI) AV AVAAOYICTOUUE TO YEYOVOC

" Matbtatpikny KAwviknj Mavemotnuiov ABnvwy, NN «ATTIKON»
Maidonveupovoloyikd El, Maidiatpiké Kévtpo ABnvwv

AMndoypagia: Mdpiog M. MNamaddémovrog, mmpapadopoulos@hotmail.com
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OTL £€va TTOCOOTO TWV AVWUAALWY TTOU AVEUPIOKOVTAL TIPOYEVVNTIKA UTTOOTPEPOUV NON
TPV amd TN yévvnon.'?

AITIONTAOOTENEIA

H mmpooéyylon Twv cuyyevwv avwpallwy ToU avanveuoTiKoU GUOTAHATOC TTapOoU-
o1alel onpavTikéc SuokoAieg Tou Tyadouv amd TNV EANTTA YVWON TWV UTTOKEIUEVWVY
TMABOYEVETIKWVY PNXAVIOUWV. [a TNV KaAUTEPN Katavonon Twv Slagépwv Bewplwv Tou
éxouv Slatunwoei ival amapaitntn n uMEVOUUION CUYKEKPIUEVWY OTOLXEIWY amd Tnv
EUPBpUOYEvEDN TOU AVATIVEUOTIKOU CUOTAATOC.

H avamtuén twv Stadoxikwv yevewv Twv Bpdyxwv kat n Stadikacia Siyotdéunong £wg o
emimedo Twv TENKWV BpoyxtoAiwv ohokAnpwvetal Tnv 16" fdoudda kunong. H avantuén
TWV KUPENSwV akoAouBei TNV avAantuén Twv avamveuoTIKWVY BPoyXIoAiwV Kal GAKKWY
Kat amoteAei pia Sadikaaia mou &ekivd tnv 24" Soudda KUNoNG yla va GUVEXIOTEL yia
£tn petd tnVv yévvnon. H avantuén tou nmveupovikou ayyelakoU SIKTUou akoAouBei pe
MIKpH KaBuoTépnon TNV avantuén Twv Ppoyxwv. Ta emuépoug Siktua emmiéov Tou
Bpoyxomveupovikou mou amapTi(ouv Toug MVEUHOVES Eival TO ApTNPLAKO, GAERIKO Kal
TO AePQPIKO SIKTUO TNG CUCTNMATIKAG 1 TIVEUUOVIKNG KUKAo@opiac. Ta Siktua autd Bpi-
okovTtal o€ 81aPopeTIKO 0Tdd10 Slamaong Kal wpipavong otn SdpkKela TnG Kunong.3*

MeTta&L Twv Bewplwv o €xouv avamtuxBei yia tTnv epunveia Twv avwualilwy Tou
avamnveuoTikou Eexwpilel To povtélo Tng ducavaotéuwong tou Clement.® Z0ppwva
pe tov Clement éva «yeyovoc» avaloya e TNV EVTOTIION, TNV €KTACH, KAl TO XpOVo
mou AauBAvel Xwpa KATA TN SIApKELa TNG EPPPUOYEVEGNG TOU AVATIVEUOTIKOU UITOPE(
va 0dnynoel o€ EEXWPIOTEG CUYYEVEIC AVWHANIES IE CUMIETOXT EVOC I} TIEPICCOTEPWY
amnd ta diktua (dévtpa) mou anapTi(ouv TO AVATTVEUCTIKO CUGTNUA (BPOYXOTTVEULOVIKO,
apTNPELaKO, AEBIKO, Aep@IKO). To yevealoupyo aitio mou odnyei o€ cuyyevr avwualia
TOU AVATIVEUOTIKOU KATA TNV EUPBpuoyévecn Umopei va agpopd oe pAeyovn / Aoipwén,
armo@pa&n agpaywyou rj AANo. AV TO «yeyovoe» ival TIEPLOPIOHEVNG EKTAONC, AAPEL
Xwpa Katd 1o euPpuovikd oTad1o Kal agpopd HOVOo OToV dgpaywyo, Ba umopouoe va
odnynoel otnv avdantuén piag Ppoyxoyevoug KUOTNG, evw av To idlo yeyovog oupPei
Katd 1o Peudoadeviko atddlo, n BAARN Ba £xel XapaKTiPEG TUTTOU CUYYEVOUG adevw-
patoeidouc duomhaciag (CCAM).

H anoppaén agpaywyou katd tnv euPpuoyéveon viobeteital amod tn Langston wg
ELPUTEPOC TABOYEVETIKOG UNXAVIOUOG TTOU EQUNVEVEL TTEPA aTTO TN BPOYXIKNA atpnoia
Kal TN Bpoyxoyevn KUoTh, UBPISIKEC BAABEC LUE XOPAKTAPES ATTOAVHATOC KAl KUOTIKAG
adevwpatoeldoug duomhaciac. H atpnoia agpaywyol Bewpeital 6T1 anmoteei ovola-
OTIKA TNV amapyn piag aAnAouxiag Siatapaywv mepi tn Sidmhacn. ZuvodeleTal amno:
1) cuoowpevon PAEvvNG (BAevvokAAN), 1) aAAayEG OTO TTAPEYXUUA, OTIWG 0TV TUTTOU I
CCAM, kal 1) S1dTtaon HIKPWY aEQPAYWYWVY TTEPIPEPIKA.

Mépa amo Ta TPONYOUUEVA, Ta TEAEUTAIA XpOVIA PECA ATTO TIEIPAUATIKA HOVTEAA
éxel OexBei 0 onuaivwv POAOG TWV PUBIOTIKWY TTPWTEVIKWY HOPIwV 0TOV ENEYXO TNG
avdantuéng Twv empépoug SIKTUWV TToU amapTi{ouv TO AVATIVEUOTIKO cUOTNMA KATA
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NV euPpuoyéveon. NMabohoyikd orua CUYKEKPIUEVOU popiou —auénTikoL mapdyovta
1 TPOTIOTIOINEVN ATIAVTNON TOU AVTIOTOIXOU UTToS0XEA— TTOU AAMPBAVEL XW PO OE CUYKE-
KPIMEVO avATOUIKO Kal XpoVIKo eminedo otnv eufpuoyéveon, odnyei o S1APOPETIKO
TUmo SuoTIAAGIAC UE CUMETOXN EVOG 1 TIEPLOCOTEPWVY SIKTUWV TOU AVATIVEUCTIKOU.?

TAZINOMHZXH

Ta dilagopa cuoTAuaTa TA&IVOUNONC TWV CUYYEVWV OVWHUAALWY TOU AVATIVEUCTIKOU
CUOTAMATOG £XOUV KATA KAlPOUG UIOBETHOEL EUPBPUONOYIKA, ATIEIKOVIOTIKE, TTaBoAo-
YOQvaToMIKA Kal KAWVIKA Kpitripla. H ta§ivopnon mou €xel xpnotpomolnBei evputata
gival TnG Langston, pe KPITripla IOTOAOYIKA KAl £Va KOWVO UTTOKEIUEVO TTABOYEVETIKO
MNXaVIOWO TTOU Y1a TIG KUOTIKEG BAAPEC eival n amogpaén Tou agpaywyou (Mivakag 1).5

‘Exovtag wg apxr tnv mpoavagepBeioa yvwon, 6Tl To avanveuoTiké cUoTNUA ATTO-
TeAeiTal amo empépouc diktua Ba umopouoape va urmtoBEcou e OTi ol ouyyeveic BAAREC
am\wvovTal o€ éva @Aacpa 6mmou oTo éva Akpo Ppiokovtal ol BAABEC pe maboloyia mou
aQoPA AWLYWE TOUG AEPAYWYOUG 1 KAL TO TTAPEYXUUA KAl 0TO AANO AKPO Ol AVWHAAIES
TTOU APOPOUV AULYWE OTO ayyelako Siktuo. Eviidueoa autwv tomobetouvtal ot BAABEC
o110V SIATTIOTWVETAL IOTOAOYIKA BPOYXOTVEULIOVIKH KAl TAUTOXPOVA AyYELaKH TTaBoloyia.’

Amd pakTIKA OpwG droyn yvwpiloupe 6T Katd Tn Slaxeipton evog epPpuov, Bpé-
@ouc rj Taudlov pe ouyyevr KUoTikr BAAPBN Sev éxoupe otn S1AB0N PaG TNV ICTOAOYIKN
€lkOVa. To TTAEOV GUXVO KAIVIKO OEVAPLO TTEPIAAUBAVEL TNV TIPOYEVVNTIKE AVEUPEDN ULAG
ouyyevoU¢ avwpaAiag Tou Bwpaka n v Slamiotwon Jlag KUoTIKAG padag ry urrepdiav-
YQONG OTOV OTIEIKOVIOTIKO ENEYXO EVOG CUUTTTWHATIKOU I} ACUUTTTWHATIKOU a08gvoUC.

N'vwpiloupe Aéov, 6Tt dlagopeTikéC peTta&L Toug BAAReC urmopei va €xouv tnv idla
UTIEPNXOYPAPIKN EIKOVA TTpoYeVVNTIKA. EEANNOU, SlagopeTikég ouyyeveic avwpalieg pot-
palovtal avdhoya IoTOAOYIKA TTPOTUTIA AVTAVAKAWVTAC KOIvo aboyeveTiko povondti. H
61a BAABN Oa £xel AMN 1GTONOYIKY €lkOVA av e€alpeOei oe AANOTE AANO XpOVo (Bpe@ikn
N 6PN matdiki NAIkia), Aoyw TnG cuvext{OUEVNE WPIAVONE TOU avamveuoTIKoU Kal
TWV aAAAYWV TTOU TTAPATNPOUVTAL OE HIKPOOKOTTIKS eMimeSo oTa mAaiola Tng Xpoviag
PAEYHOVIAG TTOU XapaKTnEi(el GUXVA TA TUAKATA AUTA TOU TIVEUOVIKOU TTAPEYXUUATOC,.

Emmpdobeta, n kabnuepivn Slaxeipton Twv cuyyevwv KUCTIKWV BAafwv amarttei tov
S1dA\oyo Kal Tn cuvePYacia avaueoa O€ YIaTPoUS TTOAWV EISIKOTATWVY Kal EEIOIKEVCEWV:
YUvVaIkoAOyou¢, e puoldyouc, veoyvoloyouc, TatdoTVEUIOVOAOYOUC, AKTIVOAOYOUC,
A oXEPOUPYOUC Kal PUOIKA TTAISIATPOUC.

Q¢ ek TOUTOU, KpiveTal amapaitntn n uloBETNON UIAG KOWVIAG, OUCIACTIKA TTEPL-
YPAQIKAG YAWooac / Taglvopnong yia tnv KaAUTepn ouvevwonon HETa&l OAwv Twv
eMPEPOUC EIOIKOTATWY. AUTO onuaivel 0TI oL KUOTIKEC BAABEC TpoyevvNTIKA Ba pémel
VO TIEPLYPAPOVTAL WG TTEPLOXEG AUENUEVNG NXOYEVELOG UE IKPES, LEYAAEG 1) TIOANATIAEG
KUOTEIC. ZNUAVTIKA TANpo@opia amoteAei n tpopodoacia piag PAABNC amod ayyeio Tng
OUOTNMATIKAC KUKAoopiac. H Slamiotwon petatdmong twv dopwv Tou pecobwpakiou,
n mapoucia USpwra 1 TABOAOYIKNG TOCATNTAG AUVIOKOU UYpOoU KATAYPAPOVTAL LIE
TIPOOOXN YlaTi armoTeEAOUV TTIPOYVWOTIKOUG OeikTeC BaputnTag.
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MINAKAX 1. Ta§ivéunon katd Langston Twv CUyyeVWV avwPaALWY TOU OVATIVEUOTIKOU6

BpoyXomveupoVIKEG avwHaAiEg
Bpoyxoyeveic KUOTEIC (N €MKOIVWVOUCA BPOYXOTTVEULOVIK OVWUOAIQ TOU apX€YOVOU EVTEPOU)
Atpnaia Bpdyxou
— MEMOVWUEVN
— e oUVSEDN ME TN CUCTNUATIKY KUKAOQOPIa, aptnptakn 1 @AeRIkn (evSolofaio amolupa)
— TURMA UOOAOYIKOU TIVEUIOVA LIE APTNPELAKK TTAPOXH aTd CUCTNUATIKA KUKAO@Opia
KuoTikn adevwpatoedng Suomiacia (Ueyaleg KUOTELG, Stocker TUmOU 1)
— MEMOVWUEVN
— ME oUvdeoN He oUOTNUATIKA KUKAopopia (UBPISIKN BAARN: evbolofaio amdAuua)
KuoTikn adevwpatoedng Suomiacia (Uikpég KUoTelg Stocker Tumou 1)
— MEMOVWHEVN
— Me oUvdeon pe ouoTnuatiki Kukhogopia (URPISIKA PAARN: evdolofaio amdAuua)
E€wAofaio amdlupa
— XWPIC EMKOIVWVIa PE YOOTPEVTEPIKO OWARVA (UE/M) XwpPig ouvUTTApXOUOa KUGTIKN
adevwpatoeldr) Suomhacia, HIKPEG KUOTELS)
— M€ EMKOIVWVIA UE YAOTPEVTEPIKO CWARVA (CUPMAoKN BAAPN: emKkolvwvoluoa
[BpoyxomveUHOVIKN avwpalia apxéyovou EVTEPOU)

YnepnAacia mveOpova Kat cuvageic BAapeg

Atpnoia Adpuyya

KuoTikn adevwpatoeidrg Suomiacia (katd Stocker tumog 1)
MoAUKUYPENSIKOG AoBOG

TUYYEVG UTTEPSIAUYAOTIKOG AOBOC

ANAEG KUOTIKEG BAGPEG

Evtepikég KUOTELG

MapeyXUHATIKEG KUOTELG

NEPPAYYEIOKEG KUOTELG

XapnAri¢ kakonBelag KUOTIKOU TUTTOU TIVEURIOVORBAACTWHA

H meplypa@r Twv cUYYEVWY KUCTIKWV AVWHAAWY PETA TN Yévvnon epIAaUPAvEl
EMMAE0V TTANPOYOPIEC V1A TO TOIXWA Kal TO TTEPLEXOUEVO TN PAAPNC (UYPO, aépad).
‘Exovtag ta amelkovioTIKA Sedopéva mpoxwpdpe o€ Slagopikn Siayvwon HeTagu
mBavwy ouyyevwv avwpaAiwv. H tehiki Stayvwon wotdéoo Ba tebei pdvo petd amd
e&aipeon ¢ BAAPNC. AvtioTolxa meptypa@ikn YAwooa Ba Tpémel va XpnolOTIOLE(
Kal o maBoAoyoavatouog yid TV Kataypagn TS MIKPOOKOTTIKAG EIKOvac TNG PAAPNC.
AkoAouBwvTag TNV MEPLYPAPIKN TTPOCEYYION, N TAEIVOUNGCT TWV CUYYEVWY KUCTIKWV
AVWHOALWY TIPOYEVVNTIKA yiveTal pe Kpitriplo to péyebog tng BAABNG otov umepnyo-
YPOAQPIKO ENeyx0. MaKpOKUOTIKEG Bewpouvtal ol BAAPEC pe péyeBog >5 mm Kal PIKpo-
KUOTIKEG OTav givat <5 mm. 279
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MAKPOKYZXTIKEZ BAABEX

H ouxvétepn 1otohoyikn Sidyvwon peTd Tnv e€aipeon piag BA&RNG mou oTov poyev-
VNTIKO EAEYXO EiXE LOKPOKUOTIKN EUPAVION gival n KUOTIKH adevwpatoeldric Suomiaoia.

Qo1600, UTTAPXOUV EVOANAKTIKEG SIAYVWOELG UE PAKPOKUOTIKNA UTIEPNXOYPAPIKN
amelkovion. H dtagopikn Sidyvwon PETA TNV TTPOYEVVNTIKA AVEUPEDH UIAC POKPOKU-
OTIKNG avwuaAiag mepapBAvel TNV aplotePr ouyyevr S1aQPEAYUATOKNAAN, TIC KUOTEIG
(Bpoyxoyeveic, eviepiké i avadimAaoiacpov), TNV atpnaoia Ppdyxou Pe TEPIPEPIKA
KUOTIKN EKQUAION Kal TOV OUyYyevh uttepSlauyaoTiko Ao (r) ouyyevég AoPBwdec -
puonua) (Nivakag 2).

JUYYEVAC aploTepn Sla@payatoknin

H ameikovi{dpuevn KuoTikA BAALN amoteAei oUCIAGTIKA TOV OTOMAXO TToU BpiokeTal
o¢ éktorn Béon oto Bwpaka (BAéme avtioTtolyo kepdhalo). H mBavotnta evioxvetal amd
TNV TAPATAPNON TIEPIOTAATIKWY KIVAGEWY 0TO BwpaKa Kal TNV anotuxia ameikoviong
Tou cuaoTolxou Sagpayuatroc. H mbavétnta Umapéng Sila@payraTokiAnG amoTeAe(
TOAUTIUN TTANPo@opia yiaTi £xel amdAUTA SIAPOPETIK TTPOCEYYLION Kal TTpdyvwaon and
€Keivn TN ouyyevouc adevwpatoeldouc duomiaaciag Adyw tng cuvodou umomhaaoiag
TWV TIVeUPOVWVY. H uromacia edw o@eileTal 0Ta MECTIKA QAIVOPEVA TTOU TIPOKAAEIL N
TTapoUcia Twv eVOOKOIAIAKWY 0pYyAvwV GToV EURPUIKO Bwpaka.'27

KuoTtikny adevwpatosidig Suomacia

Mpokeital yla etepoyevi opdada KuoTikwv BAawv diapdpou peyéBouc kal TotkiAng
LOTOANOYIKAG EIKOVAG TTOU KAAGIKA ava@épeTal wg congenital cystic adenomatoid mal-
formation (CCAM), i TeheuTaia, kal w¢ congenital pulmonary airways malformation
(CPAM). lotohoyikd, HeTA TNV avaBewpnon TN katd Stocker katataéng, Siakpivovtal
5 emuépouc tunol (0-4), ol omoiol uTOTIBETAL OTI ATTOTUTIWVOUV CUUPBAUATA KATA TNV
eUBpuoyéveon oe SIAPOPETIKO XpOVo, Apa o€ SIAPOPETIKO emimedo avanTuéng Kal
wpipavong Twv agpaywywv. MakpokuoTikEG BAAPBEC £xouv ol TuTToL 1 Kal 4.

MINAKAZX 2. Meptypa@ikn Ta§lvOunon CUYYEVWV aVWHAAWY TIVEUOVA (UTTEPNXOYPAPLKOG EAEYXOG
gUPpLOoU)

Tupmayeig PAapeg (kOoTelg <0,5 mm) Kuotikég BAaeg (kOoTelg >0,5 mm)
MikpokuoTikn adevwuatoeldric Suomaaia MakpokuoTikr adevwpatosldric Suomhacia
Mveupoviko amdAupa Juyyevic SlagpaypatokiAn

Ae€1d Srappaypatokiin Bpoyxoyevrig KUoTtn

Atpnoia Adpuyya / tpaxeiog Eyke@aloknAn tou pecoBwpakiou
PaBdopvwua MAevprtikn / Nepikapdiakry culoyn

Tepdtwpa pecobwpakiou
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O tUmoc 0 (Bpoyxikdg) gival omaviog, acUpBatog pe tn {wr KE Toug TIVEUOVEG va
gival pkpoU peyéBoug Kal GUUTTAYEIC.

O t0mog 1 (Bpoyxikdg — BpoyxtoAikdg) sival 0 cUXVOTEPOC Kal £XEL TNV KOAUTEPN TTPO-
yvwon ylati n BAGPN gival meEPIOPIoUEVNC EKTAONC KAl APOPA O TUAKA EVOC Aof3ol
ouvnBwc. Anotelei 1o 60-70% Twv mepimtwosewv CCAM pe ouvriOn nAikia évapéng Twv
CUMTTTWHATWY TNV TTEPIYEVVNTIKA TIEPI0S0 av KAl APKETA VEOYVA Kal Bpépn TTapapévouy
QOUMITWHATIKA. H avwpalia éxel ouvhBw g elkdva HIag A TTEPICCOTEPWY HEYAAWY KUOTEWV
IOV €ival cuVABWC TTOAUXWPEC PE OIAPETPO HEYOAUTEPN TWV 2 cM, SUXVA EeTEPVA Kal TA
10 cm. Yidipxel cagég 6pto petady g BAABNG Kat Tou uylolg apakeipievou mvelpova,
av Kal Xwpig kaga. Asv mpokeltal yla aAnBei¢ KUOTEIG EQOOOV UTTAPXKEL ETTIKOIVWVIA LETAEY
™CG PAAPNG, TWV KEVTPIKWY AEPAYWYWVY KAL TOU TIVEULIOVIKOU TTAPEYXVUATOC TIEPIPEPIKA.
O1kuoTIKEC BAAPEC kaAUTTTOVTAL Ao PeudoTTOAUGTOIBO KPOOOWTO KUAIVEPIKS emBAlo
ME uTtepmAacia Twv PAevvomapaywywy KUTTAPWY £wE Kal 0To 50% Twv mepmtwoswy. H
EMEKTAON TNC UTIEPTTAACIAC EKTOC TNS BAAPBNC 0TO KUPENIDIKS TTApEYXUMA XapaKTnpilel
TNV ovTOTNTA TOU BPoyXoKUYPEMOIKOU KAPKIVWHUATOG TTOU Bewpeital 6Tl avantuooeTal
META amd e€aA\ayr| TwV KUTTAPWV Tou BAevvomapaywyou emBnAiov. X& TOGOGTO TTOU
@TAVEL TO 25% Twv mepimtwoswv CCAM tunou | aveupioketal tpo@oddtnon e PAAPNS
aTo AYYEIO TNC CUCTNUATIKAC KUKAOPOpIac.

Eikova pakpokuoTikAG BAAPNG Sivel emiong o tUmo¢ 4 tng CCAM e XapaKTNPLOTIKA
MOVAPOUG HoVOXWENG KUOTNG LEYANOUL HEYEBOUC e TTPOOBOAN evog Aofou. To Toixwua
KOAUTITETAL ATTO TTIEMAATUOMEVO avaTIVEUOTIKG EMBNAL0. H ouyyevic BAARN Bewpeital ot
Aappavel xwpa oto emimedo Tou avamveuoTikoU Aofiou. Exel xapakTnploTikr KAIVIKA
ékppaon epdoov cuxva oxetiCetal pe ekdAwon autopatou nveupobwpaka.>” 101

Bpoyxoyeveig KUOTELG

21N Stapopikn Sidyvwon uiag LoKPoKUOTIKNAG PAGPNC mepthapBdavovTal ol ouyyeveic
KUOTEIG TTOU TTPOEPXOVTAL Ao TO TIPOCOI0 apXEYOVO EVTEPO. ATTOTEAOUV KAEIOTEC KOINOTNTEG
TTOU TO E0WTEPIKO TOIX WL KAAUTITETAL ATTO AVATIVEVOTIKO emBnAto. Otav Stagoporolov-
VTAL TIPOG BPOYXO TIEPIEXOUV XOVOPO 0TO ToiXwHa Kal ovopdlovTal Booyxoyeveic KUOTEIC.
Eival povrpelg, Lovoxwpeg KUOTIKEC Souég TANPELS BAévvng 1y uypoU. H mapouaoia xovdpou
OmOTEAE OUCIACTIKO XOPAKTNPLIOTIKO Yia TNV Tabohoyoavatopikn Siagopodidyvwon Twv
Bpoyxoyevwv amé TiG eVIEPOYEVEIG KUOTEIG. AVEUPIOKOVTAL GUVHBWE, OANA OXL ATTOKAELICTIKA,
OTO AVWTEPO PECOBWPAKIO, avTioTolKa TIPOG ToV SIXAOUO TNG TPAXEIAG 1) TTAPAKEIUEVA OTOV
0100(AY0 i KATA UNKOG TOU TpaxeloBpoyxIkoL SévTpou, Xwpic va amokAeiovtat Kat GANEC
OVATOUIKEC EVTOTTIOEIG EVTOC KAl EKTOC TNS BwpaKIKAG kohotntac. Otav n Statapayr AdPet
XWPEA ApYOTEPA KATA TNV EUPPUOYEVEDH, N KUOTN UMOPEL VA EVTOTIIOTEI TTEPIPEPIKA EVTOC
TOU TIVEUHOVIKOU TTAPEYXUUATOG. AEV EMIKOIVWVOUV OUVHBWG IE TOV AUAS TTOPAKEIUEVWY
Sopwv (agpaywyoi, olooPAyog, oTtopaxoq) av Kat BIBAoYPaPIKE UTTAPXOUV avaPOPES
EMKOIVWVIAC HIE YEITOVIKEC SopEC. To péyeBoC TNC KUOTNC TTOIKIANEL AANA SuvnTika Eemepva
ta 10 cm. H Sidotaon, n eviomion Tng KUOTNG, OTwE KAl EVOEXOMIEVN EMIKOWVWVIA TNG UE
AAAN Sopn kabopilel o€ oNUAVTIKG BaBUO TNV KAIVIKN EIKOVAL.
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AvTioToIXnG EVTOTIONG KAl AKTIVOAOYIKNG EIKOVAC LE TIG BPOYXOYEVEIC, gival ol KU-
oTelG e BAevvoydvo evtepikoU TUTTOU (0100@AYoU f GTOMAXOU) TTou SlakpivovTal amo TIG
Bpoyxoyeveic amd Tnv amoucia xévOpou GTo Toixwua TouG. Ot VEUPOEVTEPIKEG KUOTEIG
€youv emiong emBrAlo eviepikoL TUTOU Kal evtomi{ovtal To omicBilo pecoBwpdakio Kal
oLXVA Tapoucidlouy XapaKTNPLOTIKO HioXO TTOU EKTEIVETAL OTOV OTTOVOUAIKO CwArva
Kal oxedov mavta cuvodelovTtal amd ANEIUUATA TWV CWHATWY TwV OTTIOVOUAWY TToU
Bpiokovtal oto UYOC TNG EMKovVwviag. 2710

Juyyevng unepdlavyacTikog Aof3o¢ (ouyyevég Aofwdeg epponua)

H Siapopikr Sidyvwon piag BAAPNG e HOKPOKUGOTIKOUC XAPAKTAPEC TIEPINAUPA-
VEL TOV oUyYyevh unrepSlauyaoTikd Aofd (cuyyevéc AoPBwdeC eppyonua) Tou agopd
OUXVOTEPA OTOV APIOTEPS Avw Aofo. Zmdavia SlaylyvwoKeTal TPoyevvNnTIkA Sivovtag
TOTE TNV UTIEPNXOYPAPIKK] EIKOVA YOG OUOLOYEVOUG NXOYEVOUG I KUOTIKAG TIEPIOXNAG ME
TAOCEIG UMTOOTPOPNC O€ EMOEVA 0TASIA TNS KUNONG. XuvnBwc n Sidyvwon Tibetal petd
Tn yévvnon Otav n macyxouod TEPLOXN META TNV AMOUAKPUVON TOU AUVIOKOU uypou
otadlakd urrepaepiletal. O UTTOKEIUEVOC TTABOYEVETIKOC UNXAVIOHOC APOPA OE MEPIKN
N MARPEN, Tapodikn fj pévIUN amdepaén agpaywyou amod evOoauAIKS 1 eEwauAiko aitto.

TNV MEPIMTWON UTTOKEIUEVNC atpnaiac Bpdyxou L 1 xwpig cuyyevn uttepSIAUYAOTIKO
AoBé mapatnpeital ndN amd tnv euPpuikn {wn KUoTIKA Sidtacn Tou Aofou TTEPLPEPIKA
NG atpnaoiag Adyw tng ouvext{OUEVNE TAPAYWY S LYPOU TTOU SEV TAPOXETEVETAL TTIPOG
TNV apviakn kohétnta. H mepipepikny autr {wvn givat mAnpng BAévvng evw TTEPLPEPIKA
¢ ouoowpeuong PAévvng (BAevvoknAng) umdpyel cuxva meptoxn unepdidtaonc. H
S1dtaon Tou MapeyXVUATOC TTEPIPEPIKA OPEINOVTAL OTOV TTAPATTAEUPO AEPICHS PECW
Twv mopwv tou Kohn pe aduvapia épwg amopdkpuvong tou aépa.’267

MIKPOKYZXTIKEXZ BAABEX
KuoTtikn adevwpatoeidng duomacia

H mAéov ouxVrj UTTOKEIUEVN OUYYEVNC AVWHOAIA OTIC MIKPOKUOTIKEC BAAPEC gival n
kuoTikn adevwuatoetdric Suomdacia turmou Il. Aotelei To SeUTEPO G cLUXVOTNTA TUTIO
avApeoa ota TEPIOTATIKA adevwpatoeldoug duomiaciag (15-20%). MakpooKoTTiKA
n BAAPN €xel omoyywdn eppdavion amoteAoUEVN aTTd TTOAATIAEG UIKPEG KUOTELG.
MikpookoTikd mapatnpolvtal dlatetapéva PpoyxIoAla pe TapAANAN avaoToAr NG
avantuéng Twv KUPeAidwv. To 1oToAoyikd TPSTUTIO auThC TNE PAABNC aveupiokeTal o€
S1aPOPETIKEC OUYYEVEIC avwUaAieg pe Kovo TaBoyeveTikd unoBabpo Tnv anoppaén
agpaywyoU. ANwOTE, CUVUTIAPXEL O UBPIOIKES BAABEC UE XOPAKTNPLIOTIKA AmMOAUATOC
Kal HIKPOKUOTIKAG adevwpatoeldoug duomhaoiac. Zuvdualetal ue ANNEC OUYYEVEIC
avwaAieg, 6Tw¢ N ayevecia ve@poU, ol cuyyeveic kapSlomabeleg Kal n cuyyevic O1-
a@paAyHatoKiAn, mou o€ peydho Babud emnpedlouv Tn mpdyvwaon Tou UPpLUOoU Kal
Tou Bpépouc.
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AnoAvpa

To nveupoviko améAupa Slakpivetal og evdohofaio (evdomveupoviko) kat e€whofaio
(e€wmveupovikd). AmoteAeital amd Un AEITOUPYIKO TIVEURIOVIKO 10TO HE UKPOKUOTIKN
VPN Kal amousia Katd Kavova MKOWVWVIOG UE TO TTAPAKEIUEVO PUCIONOYIKO TPAXEL-
ofpoyxiko &évtpo. H kUpla tpogodocia Tou SuoTAaoTIKoU 10TOU Yivetal amd Tn ou-
OTNMATIKA KUKAO@OpIa. H XpoVIKr) GUOXETION avAETa 0TNV EUPPUOANOYIKN EUPAvIoN
TOU amoAUpAToC Kat TNy avamtuén tou une{wkdta (mpiv A Tautoxpova) kabopilel To
€VOOTVEUUOVIKO R EEWTTVEUOVIKO XOPOKTHPA TOU ATTOAUUATOC.

To evboAofaio amréAuvua evtomiletal cuvnBwc oTo omioBilo Bactkéd TURUaA Tou apl-
oTePOL KATW AoPou Kat og avTiBeon e To eEwAoPaio ommavia GUVUTIAPXEL e AANEC GUY-
yeveic BAAeC Tou mveluova. To pn AEITOUPYIKO T UA TTEPIBANETAL ATTd PUGCIOAOYIKO
TIVEULOVIKO TTAPEYXUMA Kal potpdletal kKovo umelwKoTa. YTTOKEIUEVOC TTABOYEVETIKOG
MNXavIopoOg Katd Tn Langston ival kat edw n atpnoia agpaywyou pe mapapévouca
TPOoPodOosia amd TN CUCTNUATIKH KUKAO@opia. Ta Bpéen eival cUVABWCS ACUUMTWUATIKA.
H Siayvwon yivetat cuxvotepa o€ peyaAutepa maidid, 6mou mPoAAAEL ocav Aoipwén
KATWTEPOU AVATIVEUOTIKOU HE TNV idla evidmion. H emkolvwvia e TO YAOTEPVTEPIKO
oloTNMa, av Kal avagépetat, dev eivat ouxvh (<10% Twv TIEPIMTWOEWV).

To eéwAofaio améAuua ou Sl1abétel Slakpitd S1ko Tou une(wKOTA evTomileTal CUVH-
Bw¢ kATWOEV TOU APIOTEPOU KATW AOP0U. Z€ oNUAVTIKO aplOud TepIMTWOoewV N PAARN
givat uBp1dikn Kat potpddletal xapaktnpPLloTikd tou tumou Il tng CCAM. AlaylyvwoKeTal
OUXVE, AANG O TTAVTa, 0TN BPEPIKN NAKIO Kal UTTAPXEL AUENUEVN EMTIMTTWON GUYKPLTIKA
ota ayépla. X€ ONUAVTIKO TTOCOOTO TWV TIEPIOTATIKWY CUVUTTAPXEL e ANNEC GUYYEVEIC
BAABec. Q¢ ek TouTou avaldntdatal mavta o€ BPEPN Ue S1ayVWOUEVEC AVWPAAIEC OTTWC
n Cuyyevng dlappayuatoknAn Aoyw TNG ouxvriG cuvuTTapéng Mou €XEL KATAYPAPEI
MeTa&L TOUG OTTOTE KAl ATOTEAEL TUXAIO EUPNUA. XOPAKTNPLOTIKE, aAAd &XL CUXVOTEPN,
KAWVIKR TTpooAr Tou amoAUaTOoC anmoteAEi N kapSlakr avendpkela Tou Bpépoug ota
mAaiola TG VPNARCS Kapdlakng Tapoxnic mou oeiletal otn Sdtaguyn (shunt) amoé
OUOTNMATIKA TIPOC TNV TIVEULIOVIKH KUKAO@OpIa.

EvaA\akTIkéG SlayvwoelC piag TABoAOYIKIC EIKOVAC OTO UTIEPNXOYPAPN A LIE UKPO-
KUOTIKOUG XOPAKTHPEG ATTOTEAOUV N ETEPOTAEUPN ATPNTIA TIVEVOVA KAl N ATPNCia ToU
AVWTEPOU AVaTTVEUTTIKOU (S1AXUTA UTIEPNXOYEVEIC OIOYKWEVOL APOTEPOL TIVEVIOVEC). >

KAINIKH MPOBOAH

Ot ouyyeveic kuoTikég PAAREC Tou Bwpaka Staytyvwokovtal ouviBwe, ala oxl
QTTOKAEIOTIKA, TTIPO TOU TOKETOU (mepi TNV 20" BfSoudda KuNong) PeTd TNV KABOAIKN
EQAPHOYN TOU EUPPUIKOV UTTEPNXOYPAPHAUATOC OTA TTACICLIA TOU TIPOYEVVNTIKOU EAEY-
X0U. O UTTOKEIUEVOC TTABOYEVETIKOG UNXAVIOUOG, OTIWG KAl N €KTACN TNG CUYYEVOUG
avwpahiag, kaBopifouv TNV KAVIKA TTPOOAN TIPIV KAl IETA T Yévvnon.

MpoyevvnTikd, n ouvnRBNng PoBoAr gival n avelPeon UTTEPNXOYPAPIKA LA UTTEPN-
XOYEVOUG HAag 0To BWPaKa e KUOTIKEG (LAKPOKUOTIKEG) 1 XWPIG KUOTIKEG TTEPLOKES
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(uikpokuoTIKA BAAPN e cupmayn epgavion). H pala pmopei va éxel tpo@odooia amnd
TNV TIVEUUOVIKH 1 TN CUCTNHATIKE KUKAO@opia.H urtepnyxoypa@ikr eikova tng PAGPNS
bev ouoyeTiCeTal IKAVOTIOINTIKA UE TNV IOTOAOYIKN S1dyvwon HeTd TV e€aipeon.

Evpnpata mou eyeipouv ummoyia yia tnv umapén ocuyyevouc avwpaAiac Tov Bwpaka
amOTEAOUV N TTAPEKTOTIION TOU ECOBWPAKIOU, N TTAEUPLTIKF CUANOYH, O EUPBPUIKOC LOPW-
TTOG Kal Ol LETABOAEC OTNV TTOGOTNTA TOU ARVIAKOU UYpOoU. To TOAUUSPAUVIO PTTopEi va
OUVOEETAL UE UTTOKEIEVN TIVEUUOVIKE SUOTIAAGIA PECW TWV TTIECTIKWVY QPAIVOUEVWY TTOU
aokei N pada otov olco@dyo meplopifovtag TNV KATATToon Tou LyPoUL ard To EUPPUIKO
TIEMTIKO OUOTNQ, €iTe 0TA MAAicIo USpwma. 271112

MpoyvwoTikoi deikTeg yla TNV €KBacn ¢ KUNong Kat TNV KAIVIKA TpooAn katd
Tn Yévvnon amotehouv to péyebog Tne PAAPNC Kat n mapoucia Udpwra. Ot SlacTAoElC
™G umepnxoyevoug BAABNG ocuvnBwg gtavouv oTo LPNAGTEPO eMimedo Katd Tnv 28"
£B6ouAada KUNONG 1 KAl VWPITEPA HE TAOELG UTTOCTPOPNG OTN CUVEXELD OE GNUAVTIKO
ap1Buo mepimtwoswv. Q¢ deikTng Paputntag Kat SucpuevoU TPOYVWONE XPNOIUOTIOLE-
Tal 0 Aéyog Tou dykou TG HAlag (UnKog X MAATog x UYPoc x 0,52) TPOC TNV EKTIPWHEVN
TEPIMETPO KEPAANC TOV EPPPUOU OTN CUYKEKPIEVN EETAON TTOU UTTOAOYILETAL PE TNV
€&€taon ToU KUAMATOG PEOW PayvNTIKOU ouvToviopoU. Ta éufpua pe Adyo =1,6 Ba
gugavioouv LEpwWTMA o€ TOCOOTO 75%.'3

H payvnTikn Topoypagia anoteAei cupmAnpwuatikn e€€taon mou dgv umokabloTtd
TO eUBPULKO UTTEPNXOYPAPNHA WG £EETACN EKAOYAG Yla TNV TTAPAKoAoUBNoN Twv -
Bpuwv autwv. H BAARN ameikoviletal wg meploxr auénuévou OrUaTOC GUYKPITIKA UE TOV
(PUGCIOANOYIKO TIVEULIOVA, EVW TO CHa gival TTAéov auénuévo i LOKPOKUOTIKAG BAAPNC.
H mapakeipevn meploxn mvelova mou anmweital ota TAAICLA TIIEGTIKWY QAVOUEVWY
eu@avilel orjpa evdldpeong évtaonc.

H kAvikn mpoBoAr oTn veoyvikn Tiepiodo piag ndn Slayvwopévng r 0xt CUYYEVOUG
AVWHAAIG a@opd O0TNV EUPAVION AVATIVEUOTIKNG SUOXEPELAC HE 1 Xwpic BopuBwdn
avarvor (otynog r ouplypéc), aduvauia mpowdnong evdotpayelakol cwArva ) eyka-
TAOTAONG EMTUXOUG agPLopoU. H avanveuoTikr Suoxépela epunveleTal Adyw TTieaNg
| MARPOUC amoPPa&Ng KEVIPIKOU agpaywyou f amd maboloyia Tou TVEVHOVIKOU
TTAPEYXUUATOC. Ta TIECTIKA Qavopeva o€ ANEC SouéC Tou pecoBwpakiou pmopei va
EpUNVELOOLV TNV p@Aavion duapayiag, appubuiwy 1 cuvdpdpou Avw KoiAng eAERac. 267

H aktivoloyIKr €lkOVA €XEL XAPOAKTAPEG OKTIVOOKIEPHG - TTUKVWTIKAG TTEPLOXNG OF
oupmnayeic BAdPec. AvtiBeta xapaktnploTikA gival N umepdiavyaon oe BAAPeC Tou
ouvodevovtal amod mayidevuon aépa, omoTe N EIKOVA TIPOCOUOLALEL TIPOG TO CUYYEVEC
AoPBwdeC epUONUA. ZTIC TIEPIOCOTEPEC TIEPIMTTWOELC KUOTIKNG adevwuatoeibolg Su-
omAaoiag, n BAABN otnv amir aktivoypagia £xel TNV iGla TTUKVOTNTA LIE TOV TTAPAKE(-
MEVO QUOIOAOYIKO TIVEUHIOVA KAl EYEIPEL UTTOYPIA N TTAPOUGCIA KUOTIKWVY TIEPIOXWV TTOU
avTikablotolv TNV avapevouevn Sokidbwdn amekovion TOU PUGCIOAOYIKOU TIVEUOVA.
O1 BAGPeg Tou €ival cupmayeic i ol KUOTIKEG TTAAPELC UYPoUL 1 PAévvne, eppavifouv
auénuévn UKVOTNTA 0TNV a&oVIKN Topoypagia avtiBeTa amod Ti¢ mePIOXEG e auénué-
vo agplopd. H a&ovikn Topoypagia, pe Se00UEVO PEIOVEKTNA TNV AKTIVOBOANON TOU
ao0evoug, umopei va Swael TOAUTIUEG TTANPOYOPIEC Yia TNV ayyeiwon TnG BAABNg 600
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KAl TNV QVOTOUIKA OX€0on PE MapaKeipeveg OoUEG e TNV duvatotnta TptedldoTatng
avaouvBeong Tng meploxne.'*°

H kAviKr TpoBoAr WETA TN veoyVIKNA NAIKia TepAapBavel Tnv utotpomdlouoa TVEL-
povia pe idla evtémon, Ty emipovn i umotpomidl{ovoa ateAekTaoia, ) TN Bpoyxektacia.
H unotpomidlouvoa BopuPwdng avamvor kal €181kA To emipovo dobua mou avBictatal
otnv aywyn, Oa mpémel va Siepeuvatal TPo¢ TNV KATeULBUVGN UTTOKEIUEVNC OUYYEVOUC
avwpaAiag ou médel agpaywyo. Ot ouyyeveic KUOTIKEG PAABEC pmopolv eEaA o va
PoAAOUV WG TIVELHOBWPAKAC, AIMOTITUCN 1 WG KakorB&la Adyw eEaAayric. ZTnv
TEPIMTWON TNG BPOYXOYEVOUC KUGTNG TA CUUTITWHATA AT TNV TTECN TWV TTAPAKEIUEVWY
Souwv UImopoLV va EUEAVICTOUV OPIUa KAaBwE To péyeBog TNE KUOTNG auEAveTal YE TNV
avénon Twv S100TACEWY TOU CWHATOC TOU aoBeVOUC PTAVOVTAC OTOUG UEYAAUTEPOUG
aoBeveic Ta 10 cm o€ SIAPETPO. Z€ ONUAVTIKO TTOGOOTO ACUUNMTWHATIKWY acBevwy, n
Sldyvwon TiBetal 6Tav o€ TUXAIO AKTIVOAOYIKO €AeyXo Bwpaka aveupeBei KUOTIKA N
ouumaynig BAGPN n unepdiavyaon.’

SYTTENEIZ KYZTIKEX BAABEX KAl KAKOHOEIA

JUGCXETION TWV CUYYEVWY KUCTIKWV BAABWV e vEOTTAAOUATA TOU TIVEUIOVA AVAPE-
petal BiBAloypagikd. AQopd 0Tn CUCXETION TOU TVEUUOVOLBAAOTWUATOG LIE TOUG TUTTOUG
| kat IV kuoTikn¢ adevwpatoeidouc Suomhaciag Kal akoua OTIAVIOTEPA AVAUECT OTO
BpoyxokupeAibiké kapkivwua kat Tnv TOmou | KuoTikn adevwpatoeldry duomiaocia.
Mpokeltal yia omavieg ovtdtnTeg e 0,35-0,65 mMePIOTATIKA TTVEUOVOBAACTWHATOC
avd 100.000 yevwioElG OTAV N EMIMTWON TWV PEYAAWY KUOTIKWV BAaWV OTAVEL TIG 2-8
nepumtwoelg ava 10.000 yevvnoelg.

To mveupovoBAdotwpa dlakpivetal o€ 3 TUTTOUC [IE TOV TTPWTO VA APopd O€ apll-
YWGE KUOTIKA BAAPBN peyaAng Slapétpou Tou Umopei va gival povoxwpn f ToAUXwen
1l CUPTTAEYUA KUOTEWVY HIE EVTOTIION OE éva 1| TEPIOOOTEPOUC AOPB0oUC ETEPOTIAELPA N
apotepoTMAeUpa. H péon nAkia Sidyvwong tou mveupovoBAacTtwuatog gival ot 9, 36
kat 41 prveg (wrig ya toug tomoug |, Il kat lll avtioTorya.

O tUnoc | oto mveupovoBAAGTWA TTAPOUCLALEL CNUAVTIKH ETMIKAAUYN PE TNV TUTTOU
IV kuoTikn adevwpatosldr) duomhacia KAIVIKA, AKTIVOAOYIKA Kal TaBoAoyoavaTtopikd
o€ Babud mou va Bewpeital 6TI TTPOKEITAL OUCIACTIKA Yyia pia ovtotnta. H ouvriOng
mpofoln agopd ce pia Peyain Kuotn >10 cm mou PO BANAEL pe TTVeLOBwPAKA Kal
MAAloTa uTtd taon. YmoPonontikd otolxeio yla t Stagopodidyvwon pag KUOTIKAG
BA&PNG amotelei n appoTtepOTAgLPN evTOTION 1j N TPOCBOAN TIEPICOOTEPWVY ATIO éva
MoBwv mou dev cuvadel pe tnv CCAM.

Daivetal 6ti 0 TOCOOTO TTOL PTAVELTO 38% UTIAPXEL YEVETIKN TTPodIABe0n o€ aoBeveic
ME veupovoBAdoTwia (BETIKO OIKOYEVEIOKO IGTOPIKO 1} BETIKO ATOUIKO IOTOPIKO AANWV
OYKWV eUPBPUONOYIKAC TIPOENEUONC) TTOU UmopEi va BonBnogt atny Slaxeipion Tou acBevolc
Me KUOTIKN BAARN e peyaAuTEPN ao@ANELD. Oswpeital TAéov OTI TO TTVEUOVORBAIOTWHA
givar autovopun ovtotnTa Kal Oxt e§alhayr| mpoimdpyxouoag KUOTIKNAG BAARNG. AANWOTE,
umtapxouv BIBAloypa@ikéC ava@opég S1dyvwong VEOTTAACIAC TTVEUIOVA OE ATTOAKPUOEVN
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B¢on amo xelpoupyikd e€alpedeioa kuoTikr PAARN. Q¢ EK TOUTOU N AVEUPEDH CUYYEVOUG
KUOTIKAC avwaAiag Ba pmopouoe va Aeitoupynoel we mpodlabeoikdg SeikTng yia EUga-
VIon KakonBelag mveupdvwy akOUa Kal META TNV XELPOUPYIKA €aipeon.'

AIAXEIPIZH £YTTENOYX KYXTIKHZ BAABHZ MPOTENNHTIKA

H mpdyvwon evog eufpuou pe utepnxoypa@ikr Stdyvwon cuyyevoUg KUOTIKNG
BAABNCc Bwpaka eival kaAr. Ot BAAReC peyaAdwvouv cuvnBwe o€ S1a0TACEIC £WC Kal
v 25" gBSopdda KUNoNE KAl LETA UTTOCTPEPOLV. ZNHUAVTIKO TTOGOCTO TWV AVWHAAIWY
e€agpaviletal amelKoVIOTIKA TPV armo Tn Yévvnon. X oelpd 48 euBpUwv Pe TpoyevvNnTI-
Krj S1dyvwon KUOTIKNAC avwAAIOG TOU aVATIVEUOTIKOU, 22 €€ autwy e€agaviotnkav.®
TNV o€lpd mou dnuocicuoav ot Davenport kal cuv. Ta 64 and 1a 67 éupua Ue po-
yevvntikn Sldyvwon ouyyevolc KUOTIKNAC BAABNG vebpova yevvnOnkav (wvtavd Kal
42 umroBARBNKavV o€ XEIPOUPYIKN avTIUETWIoN TNS PAGPNG."

Méetd tn Si1dyvwon amnaiteital 181aiTeEpa TPOOEKTIKOG UTTEPNXOYPAPIKOG EAEYXOG YIa
NV avelpeon TUXOV AAAWY avwHaAWwY, av Kat yvwpiloupe 6Tt dev mapatnpouvtal ouxva
ouVo&EC ouyyeveic avwpahiec. Qotooo, BAAReC, 6w To e€wlofaio amdlupa pmopei
va ouvduddlovtal pe avwpalieg amd Tnv Kapdid Kal Toug ve@poUc. O KapuoTUTIOC £XEL
voénua o éuPpua mou SlammoTWwvVoVTal Kat AANEC AVWHUANIEC YIOTL Ol CUYYEVEIC KUOTIKEC
BAaPec katd kavova dev mapatnpouvtal o€ é5agpog aveunhoeldiac.

Mia unepnxoypa@Ikn elkova Sev ival APKETH WOTE VA ATTOPACIOTE( N TPOYEVVNTIKA
Slaxeipion evog euPpuou. Anarteital cuvnBwe emavaAnPn Tou AEYXOU LE UTTEPNXO-
ypd@nua ava prva A kat cuxvotepa, €181kd oTi¢ PAABEC peydhou peyéBoug pe i xwpig
ouVoS 6 TTAPEKTOTIION TOU HECOBWPAKIOU 1 UE AVACTPOPK TOU GUCTOIXOU Slappaypa-
TOG, XAPAKTNPIOTIKA TTOU €XOUV XpnolpomnolnBei w¢ mpoyvwaoTikoi Seikteg Suopevoug
ékBaonc. Me Tnv e€€¢taon TN BAARNC HE HayvnTIKO cuvTtovioud umoloyiletal n avahoyia
CVR (BAéme mapamdavw). Tipég <1,6 amoTeAoUV ACPAAEC KATWPAL, EQOGOV HOVO TO 2%
Twv veoyvwv pe CVR 1,6 Ba avantuéouv LSpwma.”718

H avtipeTwmon Twv omavidTeEpwy MEPITTTWOEWY, OTIOU TA XAPAKTNPLIOTIKA TNG BAA-
Bng 1j ot cuvodég kataoTdoelg (VpwTaC) KABIOTOUV ATTAPAITNTN TNV TIPOYEVVNTIKNA
mapéuPaocn, yivetal eEaToUIKEVEVA. YTTIAPXOUV TIEPIOPIOUEVES OEPATTEVTIKEC ETTIANOYEC
Xwpig emapkn BIBAoypagikn Tekunpiwon. Emypapuatikd avagEépovTal N amocuuTTieon
NG KUOTNG, N TTAEUPOTIEPITOVAIKN TIAPOXETELON (O€ MAEUPITIKE) GUAOYH 1 USpwWTTA), N
okA\npoBeparneia ) eKAeKTIKOG EUPBOAIOHOG TPOPOPOPOU ayyeiou Kal TENOG N xopnyn-
0N CUOTNUATIKWY KOPTIKOOTEPOEIdWY oTn unTépa. H avtandkpion Tou LSpwTA 0N
xopnynon &e€apebaldvnc etavel to 50%.1%71°

AIAXEIPIZH £YTTENOYX KYXTIKHZ BAABHZ META TH TENNHZH

O peyalUTEPOG apLBPOG VEOYVWV TTIOU €XOUV TIPOYEVVNTIKN S1dyvwaon ouyyevoug
KUGOTIKNC aVWHUAAIAC TWV TIVEUUOVWY TIAPAUEVOUV ACUUTITWHATIKA UETA TN Yévvnon
ave&ApTNTA E TNV UTTOOTPOPN 1} OXL TNG CUYYEVOUC avwiaAiag. Aveédptnta amo tnv
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AploTn KAWVIKH TOoug €lkéva Ba mpémel va mapakoAouBnBouv atevd Kal va eAeyxBouv
akTivohoyikd. H aktivoypagia amotelei xpnolun e€€taon mou otepEital OpwE eualodn-
oiac (dev Eemepvd 10 61%) EPOOOV VA ONUAVTIKOC APIOUOC TTASIWV HE PUCIONOYIKN
akTivoypagia €xel maBoAoyikn a&ovikr Topoypagia (evaiodnoia 100%).%° Xe oelpd
VEOYVWV 64% TWV TIEPIMTWOEWY OTIOU N VWA E(XE UTTOOTPAPET UTTEPNXOYPAPIKA
TIPIV aTO TN yévvnon gixav maboloyikr aovikr Topoypagia Owpaka.’

H avTIUETWTTION TOU VEOYVOU TIOU £XEL CUUTTTWATOAOYIO ATTO TO KAPSIOAVATIVEUOTIKO
oUOTNUA OTa TIAAIOLA UTTOKEIEVNG GUYYEVOUC aVWUAAIAG Twv TIVELUOVWY, E€apTATal
amo TN BapuTnTa TG KAWVIKAG EIKOVAG Tou aoBevouq. Epdoov ikavomololvtal ot amal-
TOUMEVEG GUVONRKEG YiveTal XElPOUpYIKN e€aipeon fi émola AAAN mapépfBaon KptBei
KATaAANAOTEPN (T1.X. EUPOAICUOC ayyeiov) o€ eneiyouca BAon 1} 0TO AUECWC EMOUEVO
Sidotnua. H hoBektoun avtiototxa mpog tnv BAARN amotelei Tn ouvnBéotepn, aAa
OxL TN povadikn mAoyn (TUNUOTEKTOUA 1 TIVEUHIOVEKTOUN OTIAVIOTEPQ).

O mPOoBANUATIONOC UTTAPXEL VIO TNV AVTIPETWITION EKEIVWV TWV BPEPWV Kal TTALOIWV
ME ouyyevr KUoTIKA BAGRN TTou gival ACUPNMTWHATIKA PE PUOIOAOYIKO puBUS avénonc.
O1 8NPOCIEVPEVEC OEIPEC A0BEVWV AVTAVAKAOUV TIC AVTIKPOUOUEVEC TIPOCEYYIOELCG, ATIO
™V EMOETIKOTEPN VA XELPOUPYOULVTAL Apleca OAa Ta Bpépn, €W TO AANO AKPO TG OLVTN-
PNTIKAC AVTIETWITIONG OAWV €WE TNV ERPAvIon cupdnmTwatoloyiac. Ta Bpéen kal maidia
Me ouyyevr KUoTIKA BAAPN €xouv auénpévo kivduvo va gpgavicouv umotpomd{ouoeg
AOIHWEEIC KATWTEPOU AVTTVEUCTIKOU, XPOVIA PAEYHOVH —AoiwEN 0TNn TTEPLOXT, Altoppayia
kal mveupoBwpaka. H emidpaon tng PAGPNC otV avénon Tou TTaPAKEIUEVOU PUCLIONOYI-
KoU Trvelova givat Alydtepo oa@nc we LEANOVTIKOG Kivouvog. EmmAéov emixeipnua yia
v e€aipeon NG BAAPBNC TPV TNV EPPAVION KATTOLOG ETIITAOKHC, ATTOTEAEL O UIKPOTEPOC
Kiv&uvoc SIleyxXelpNTIKWY KAl HETEYXEIPNTIKWY EMMAOKWV. TEAOC, Tavta TiBeTal w¢ Oépa
o Kivduvoc eEaAayn ¢ Hiag PoUTApXouoag CUYYEVOUC avwHaAiag,.' 17192

H gupUtepa xpnotomoloUeVn KABNUEPIVH TIPAKTIKN Yia TNV Opdda Twv ACUUITW-
paTikwv madlwv ivat va yivetal aovikr Topoypagia Bwpaka Aiyec efdouddec petd
yévvnon. Av o é\eyxog gival apvnTikdg fi umtdpxel aoruavtn maboloyia, de xpelaletal
mepAITépw avTipeTwrion. Epdoov n BAARN eival onuavtikol peyéBouc mpoypappa-
tiCetal n e€aipeon ™G PAAPNC Héoa ota MpwTa 2 €tn Tou TaAdloL MEPIUEVOVTAC va
@Tdoel o€ IkavorolnNTiké eminmedo o PApog Tou acBevoud. ZTnv NAKia Twv 9-12 pnvawy,
EPOOOV TO BPEPOC €ival ACUUTTTWHUATIKOG, KAl TIPLV TNV OTTOlA XEIPOUPYIKN emMéUPaon,
emavalapPfdavoups TNV a&ovikn Topoypa@ia Pe oKlaypa@Iikd WOTE Va PNV UTTOOTOUV
enépPaon madid mou éxel umootpagei n PAARN (av kal omavio).2™ Yndpyxel fEPRala,
péoa oTn omavidTNTa, N OVTOTNTA TOU KUGTIKOU TIVEUIOVOPBAACTWHATOC UE péon nAIKia
Sidyvwong toug 9 prveg {wne, OTwe mpoavagépinke, mou Bétel mpoANUATIONS OTNV
€MAOYN TOU KATAAANAOU XPOVOU Yla TNV XELPOUPYIKN e€aipeon Tng BAABNC.®

SYMMEPAXMATA

H auénuévn cuxvétnta S1dyvwong Twv oUYYEVWY KUOTIKWY BAaBwv Tou veluova
TIG TeEeuTaieg SekaeTieg e T ForBela Tou TPOYEVVNTIKOU UTIEPNXOYPAPH LOTOG MAG EXEL
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PEPEL AVTIPETWTTOUC IE EIKOVES KAL OVTOTNTEG TTOU SUOKOAA KatavooUpe. OL Bewpieg mou
a@opouV oTnVv maboyéveon Twv KUOTIKWV BAawv otnpifovtal o€ EUPPUONOYIKEC EIKA-
oieq. H dlayvwaoTikr mpooéyylon TACKEL TNV OTIYUr) HAALOTA TTOU UTTAPXOUV SLAyVWOTIKA
SI\upaTa akdpa kat og maboloyoavatopikoé emimedo. H Siaxeipton téhog, otnpiletal
o€ uTToB£oElC (OTTWE N CUOXETION TWV KUOTIKWV BAABWV UE TNV EUpAvion KakonBelag
Tou TIVeLPIOVA) TTOU €ival TTOAD SUOKOAO va eAeyXBouv péoa amd afldmoTeg HENETEC.
Dw¢ 010 OKOTASI £PXETAL VA SWOEL KAL TTAANL N YEVETIKN pPETA ammd TNV avakKAAUYN Oelpdg
yovidiakwv tonwv (HOXBS5, Fgf7, PDGF-7) ou @aivetal va epmiékovtal otn Stadikaocia
SixotoOPNONG TWV BPoyxwv, TNV alénon Kat wpeipavon Tou HEcEYXUHATOG OTTWG KAl TNV
aMnAemidpaon pe To emBrAlo. Katavowvtag KAAUTEPA TO WG KAl TO YiaTti Oa pmopé-
OOUE UE PEYAAUTEPN ACPANELD VA KOBOPioOUE TO TTAAVO avTiheTwion . N'vwpilovtag
OTL N ékPpacn CUYKeKPIPEVWY Yovidiwv cuvdualetal pe Sduopevn ékBaon (PDGF-7 kal
0VSpwTtag) urmopei LEANOVTIKA va yivetal otoxeupévn mapépfaon. H mapéupaon pmopei
va agopd o€ evOOURTPIa avTIHETWTION BAABWY uPNAoL KIVEUVOU 1) €XOVTAG KATAKTHOEL
TNV TEXVOYVWOoia S1akOTITWVTAG TOV HETABOAIKS SpbdUo TTou evepyoTtolel To uTELBUVO
yoviblo. Q¢ TéTE Kal HE KOIVWVOUC TwV SUOKOALWY TTOU aVTIMETWTTI{OUE TOUC YOVEIC,
Ba TPETTEL VO OUVEXICOUE UE TTOAU TIPOCOXH VA LGOPPOTIOUE O€ péon 000, e 08nNyo
v i6la TNV katdotaon Tou madiol Kal TOUG YVWwOoToUg KIVOUVOUC Kal TIC ETIMAOKES
TTou avagépovtal.?2
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Amsikoviotikn didayvwon
Kai mapakoAouOnon cuyysvwv
Sdiaupaptiwy mvevuova

lewpyia Mamaiwdvvou

Ot ouyyeveic dlapapTtieg Tou velpova ota veoyvd, Bpéepn kat maidid sival duvatd
Va agopoUV GTO TIVEUUOVIKO TIAPEYXUMA, TO TPAXEIOBPOYXIKO OEVTPO, TNV apTnPLaKA
mapoxn Kat tn QAEPIKNA amoppor). KAvikd Tétoleg aholwaoelg pmopei va ekdnAwBouv
ME QVamVeUOTIKA CUUTITTWHATA OTN Yévvnon 1 va avakaAu@Bolv apydtepa wg Tuxaio
g0pnua. H ektevng avagpopd oTIG CUYYEVEIC avwHaAieg TG KaPSIAg Kal Twv PeydaAwy
ayyeiwv emepvd To okomd Tou mapévTog dpBpou.

H amelkdvion Twv cuyyevwv SIAPAPTIWV TOU TIVEUOVA TTEPIAAMBAVEL TNV amTAn
aKTivoypagia, tTnv afovikn Topoypagia Kat tn payvnTikn topoypagia 6wpaka. H
afovikn Topoypagia empBeBaiwvel TNV Oapén kat a&lohoyei AeMTOUEPWC TNV EKTACN
Kal TN @UoN Twv AANOLWOEWVY TToU €xouv ouvrBw¢ avadelyOei amd tnv amir akTl-
voypa®ia, TPOCPEPOVTACG AVATOMIKN XapToypa@non Kal avadeikvuovtag moavég
AM\eC oXeTICOMEVEC aVWHAAIEC. H payvnTiKr Topoypagia BpioKel EI8IKH eQapuoyn yia
AOYOUC OKTIVOTIPOOTACIAC, KUPIWC OTIC avwHalieg mou oxeti(ovTal e UEUOVWHIEVES
AYYELIOKEG TTAPANNAYEG XWPIG CUMUETOXH TOU TIVEUOVIKOU mapeyXUpaTog. ISlaitepa
ol moAueminedec kal TpIod1A0TATEC AVACUVOETELC, TOGO amd Tnv afoVIKr Touoypa-
@ia TOAUTOUIKAG TEXVIKAG, 000 Kal amd TIG oUYXPOVEG AKOAOUBIEC TNG HAYVNTIKAG
TOpOYPAQiag, MPOCGPEPOUV oNUAVTIKA Bondeia otnv avddeién Kupiwg avwuaAiwy
TOU TpaxeloBpoyxikol SEvTpou Kal Twv cuVOdWV ayyelakwv Sopwy Kal Xaipouv
dlaitepng avayvwplong amod Toug KAVIKOUC YIaTeoUE 0TnV Katavonon tng aneiko-
vionc.' Eidikd n aovikn Topoypa@ia KATEXEL ONUAVTIKO pONO otV emieRaiwon Tng
@LONG TNG AVWHAAIAG KAl TOV TIPOEYXEIPNTIKO oXeSIAOUO UE TTAPAYWYH, EKTOG TWV
AA\WV, EIKOVWV EIKOVIKAG BPOYXOOKOTINGONG, Ol OTTOIEC amoKTOUV peyallTepn adia

Maiboaktivodoyiko Turjua Aneikévionc Noookouegiov «MHTEPA»

AMnAoypagia: ewpyia MNMamaiwdavvou, gpapaio@hotmail.com
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oTav n KAAooIkn Bpoyxookomnnon Sev umopei va epappooTel.’ Aoyw tng e€€MEnC
NG TPOYEVVNTIKNAG ATIEIKOVIONG Ol TIEPIOCOTEPEC ATTO TIC CUYYEVEIC AVWHAAIEC TOU
Bwpaka gival yvwoTEC KAl TAUTOTIOINUEVEC TIPOYEVVNTIKA KAl N TAKTIKK ATTEIKOVIONG
KAl QVTIMETWITIONAG TOUG éxel oxedlaoTtei apéowd PETA TN yévvnon, TPOKEIUEVOU va
KaBoploTel N TEMIKN €KTAON Kal @UON TOUC. Z€ KATIOLEC A AUTEC, ATTWTEPOC ETTA-
véNeyXoG Bpiokel epappoyn o peyaluTepn nAikia Tou BpE@oug yla Tnv KaAUTEPN
katavonon tng moavng e€EANIENC Toug (uToxwpenon, aAAayr XaPOKTNPIOTIKWY) Kal
TN AEMTOUEPEDTEPN, TEXVIKA EUKOAOTEPN, AVASEIEN TWV AVATOUIKWY OXECEWV UE TIG
unolotrec douég (Eikdvec 1, 2).

Ot ouyyeveic avwualieg Tou mvelpova ekGnAwvovTal KAIVIKA Kal ATTEIKOVIOTIKA
TOIKINOTPOTIWG Kal prmopolv adpd va TaivounBoUv og TapEYXUUATIKEG, AYYEIAKEG KAl
aAolwoelg mou auvéudadouv Kat Tig SU0o ovtoTNTEC. H ameikdvion pe MOAUTOMIKE a&oviKn
Topoypagia amotelei TNV 1Mo a&IOTIOTN TEXVIKI KAl ATTAITEL EMAOYT CWOTAC TEXVIKAC,
ouxvd Og, ue cuvduao o a&oVIKAG ayyeloypagiag yia tnv Kakutepn alohdynon tng ay-
YELOKNC OUVIOTWOAC TWV CUYYEVWY AVWHAAIWY TOU TIVEUOVA. 2& CUUTTAOKEC AVWHANIEC,
ol moAuenimedec Kal Tplodlaotateg avacuvOéaoelc aufavouv tn SlayvwoTiKr akpifela
Kal SIEUKOAUVOULV TNV TIPOEYXEIPNTIKH a§loAOYNon BEATIWVOVTAG TNV EMIKOIVWVIA TWV
KAIVIKWV YlIATPWV KAl TWV A0OEVWV.

EIKONA 1. a. Eykdpoia diatoun afovikng Topoypagioc Bwpaka og veoyvo 1 nuépag e
npoyevvnTikh Sidyvwon adevwpatoeldolg SuomAaciag Tou aplotepol mvelova. Ava-
YVwpileTal aVOUOLOYEVAG TTEPLOXH HE CUUTIAYEIC XAPAKTAPES OTOV APIoTEPS KATW TIVEVO-
VIKO Aof36 (B€An) Tou B€Tel TNV UTTOVOLA CUMTTAYOUG LOPPNG BPOYXOTIVEUUOVIKAG SuoTIAG-
oiag (CPAM 3). Xtov eMaVENEYXO ME EVTOTIIOTIKN afoVIKN Topoypa®ia 9 unveg apyotepa
(B.) eukpvwe avayvwpiletal S1auyaoTIKr) AANOIWoN OTN CUYKEKPIUEVN OVATOMIKN TTEPL-
oxn (B€AN) pE XAPAKTNPEG CUYYEVOUC TUNMATIKAG uttepSlavyaong (ouyyevoug Aofwdoug
EU@UONUATOC). H apxIKr EVTUTIWON CUUTTAYOUE aANOIWoNG OTNV TPWTN (MPWIKN) afovikn
anmodéOnke o€ KATAKPATNON EUPPEUIKOU UYPOU EVTOC TNG aANoiwong.
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MPR Thick Ran{

EIKONA 2. A§ovikn Topoypagia Bwpaka o€ veoyvo 1 nuépag avadelkviel TOCO OTIG EYKAP-
ole¢ (a.) 0600 Kal OTIC oTeEPaviaie avacuvBEoelg (B.) moAukuoTikiy aAoiwon oto mpdcbio
Bpoyxonveupovikd TuAua Tou §e§lol dvw mveupovikoU Aofou pe xapaktrpeg CPAM 2
(B€An). Qotdoo o Aoén otepaviaia avacuvBeon katd Tov aéova tou 6e€lou Kuplou Bpoy-
Xou (y.) avayvwpiletal wg mpdoBeto elpnua lkOvVa 0TEVWONG Tou Bpoyxou yia 1o 6ef1d
avw Aof36 oo eminedo €KPUONG TOU UTTOTUNUATIKOU Bpdyxou yia To Tpocbio Bpoyxonveu-
MOVIKO TR (BEN0C), Tou emBeBatwveTal Kal OTIG EIKOVEC EIKOVIKAG Bpoyxookomnong (8.).

TEXNIKH

2TIG €101KEG e€€TAOEIC EYKAPOLAG ATTEIKOVIONG, amalteital avalodnaoia pe popen
UTIVWONG YA TIG MIKPOTEPEG NAIKIEG, TTOU N CUVEPYAOIa CXETIKA UE TIG AVATIVEUCTIKEG
KIVIOELC 1] TNV akivnoia katd tn Sidpkela tng e€étaong dev umopei va e€ac@alioTei.
Me tnv avamtuén Tng TOAUTOMIKAG TEXVIKAG OTOV A§OVIKO TOUOYPAPO, O1 XpOVOoL KAl N
évtaon tng avalotnaoiag éxouv onuavTika HelwBei, KaBw¢ auTtd Ta cUyXPova Unxavhuata
ETTPETIOUV TNV OYKOMETPIKI AVAKTNGON IOOTPOTIKWVY SeSOUEVWV [IE GNUAVTIKN MEiwon
TWV KIVNTIKWV TEXVIKWV AaBwv (artifacts) kat onuavtikn BeAtiwon g molotnTag tng
€lkovag.' Xxedov avaykaia 6to oUvolo Twv e€eTdoswy Bewpeital n xprion evOopAéfiou
OKIAYPAPIKOU (LN 1oVIKOU XAUNAARG WOHOTIKOTNTAG YIA TOV A&OVIKO TOHOYPAPO, KAl TIa-



AneikovioTikrj Sidyvwaon kat mapakoAoubnaon ouyyevwv SIaUapTIWY VeUova 175

PAMAYVNTIKAC OUGIAC Y0 TO HayVNTIKO TOUOYPAPO) KABWE N afloAOyNon Twv ayYEIOKWY
Sopwv gival amapaitnTn oTI¢ TEPIOOOTEPECG CUYYEVEIC AVWHANIES TOU TTIVEVIOVA. ZTOUG
adlaTpIkoug aoBeveic, ol SOGEIG TOU OKIAYPAPIKOU KABWG Kal Ol TEXVIKEC TTAPAUETPOL
¢ e€étaong avampooappolovral pe okoto T BEATIOTN MoIdTNTA ATTEIKOVIONG UE TNV
elaxlotn Blohoyikn empBdpuvon tou matdloL.! EISIKA otnv mepintwon aoviKAg Topo-
ypa@iag n emAoyn mapapéTpwy yivetal mpiv Tnv €€tacn e okomo tnv eAdyiotn duvatn
€kBeon tou matdlov otV aktivoBolia Kat pe Baon Ti¢ S1eBVwE TPOTEIVOUEVEG TIHEG YIa
TO MPWTOKOANO TNG e€€TAONC, AANG KO TA CWUOTOUETPIKA XAPAKTNPLOTIKA TOU TTatS100.2
H avatopikr meploxr Tou KAAUTITETAL ATTELKOVIOTIKA KaBopiletal kdbe @popd amd Ti¢
evleielc Tng e&€taonc kal amd mMOavoUg TTPONYOUEVOUC ATTEIKOVIOTIKOUG EAEYXOUC.
Y& urtoia amoAUpaTog yla mapddelyua, gival avaykaia n KAAuyn Kal Tou avwTEPOU
TUAMATOC TNE KOIAIAC Y ATTOKAEIGUO AVWHAANC EKPUONC TPOPOPOPOU aptnpiac amd
TNV KOIAlOKA a0pTH,' fj O€ TTEPIMTWON EMAVEAEYXOU YVWOTAG KAl UTIO TTapakoAoudnon
BAABNG, givat Suvato n aovikn Topoypagia va KAAUPEL EVIOTIOTIKA TN YVWOTHA TIEPLOXNA
NG aMoiwong yla N Pikpotepn emPdapuvon tou maidlov and aktivofolia.

To @Acua TWV CUYYEVWY AVWHAAIWV TOU TIVEDHOVA

Ta amelKOVIOTIKA XOPAKTNPIOTIKA TWV GUYYEVWY SIAAPTIWV TOU TIVEUIOVA TTOIKIAOUV
€VPEWC.* H katavonon tng maboyéveong Twv BPOYXOTTVEUUOVIKWY aVWHAAIWY gival
S6U0oKOAN Kat evdexopévwg oxetieTal pe avwpalia otnv katdtunon kai dtagopormnoinon
TOU apxéyovou gvtépou.*

Mn ayyelakég BAapeg
Tpaxetakog Bpoyxog

Antotelei omdvia avatopiki Tapaliayr Katd Tnv omoia o €KTomog BpdyXog ekpUETAL
ouvnBw¢ amd 1o 6e€16 Tpayelakd Toixwpa uPnAdTePa Tou emMméSoU TNE TEOMSAC Kal
aepilel TO KOPUPAIO BPOYXOTIVEULOVIKO TR KA Tou Avw Aofou (Eikéva 3)." Avagpopéc
aploTEPOU TPAXEIOKOU Bpdxou Exouv oxeTioTel pe To @dopa VACTREL (ocuvduaouog
avwuaAwy omovOUAIKNAG 0TAANG, atpnaoiag opBou, kapdidg, Tpaxelofpoyxikol Sévipou,
VEQPWV, 0100pAYoU, AKpwV). O TpaxelakOC BpoyX0oC amoKTA KAIVIKY onuacia o€ mepl-
MTWOoel SlacwAnvwpévwy maldiwv pe vrotpomdlovoa maboloyia Tou dvw Aofou.

Zuyyevric Bpoyxikn atpnoia

Xapaktnpiletal amo tnv acagornoinaon Kat BAevwwdn and@paén Tou mePIPEPIKOU
QUAOU TUNMATIKOU 1 UTTOTUNUATIKOU Bpoyxou e Slathpnon Kat uUGIoAoYIKN Sla-
MOPOWON TWV ATIw KAASWV Kal TTOIKIAIQ AITEIKOVIOTIKWY EUPNUATWY avaloya UE TNV
nAia tou maidiov.'* H maboyéveon ival akopn acang Kat Kuplapxouv dUo mbavég
Bewpiec, TN SIAKOTIAG TNG CUVEXELAG KATA TNV UBPUIKA avamTtuén, kal Tng evoouniTplag,
LOXOIUIKAG apXG, SLaKoTE TNG BPOYXIKAG apTNELAKAG TTAPOXAG.' EKTOC amd Tnv Kata-
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EIKONA 3. a. Eykdpoia avacuvBeon aovikrig Topoypagiac Bwpaka og Bpé@oc Ue cuply-
po. Avayvwpiletal EKTOTN €KQUON TNG APLOTEPNG TTVEUHOVIKIG apTneiag amd 1o OTENEXOG
™G Se€14¢ (BENOC) e Snuioupyia ateholg SakTuhiou YUpw amd tnv Tpaxeia (aoTtepiokog).
Q¢ amotéAeopa Snpioupyeital EMURKNG OTEVWON OTO TTEPIPEPIKO TUHIA TNG TPAXEIOG TTOU
gival epeavig otnv Tpodiatatn avacuvBeon tou Tpaxelofpoyxikol dévipou (BEAn otn
B.). Napeumntoviwg, avayvwpiletal elkdva Tpaxelakol Bpoyxou (actepiokog otn B.).

Kpdtnon BAevwwdouc UAIKOU 0TO TIEPIPEPLKO BATO TUNA TOU BPOYXOU, KATIOLEG POPEC
SlamoTtwveTtal UTIEPEKTITUEN TOU CUYKEKPIUEVOU TUNATOC TOU TIVEUOVA TTEPIPEPIKA
¢ amoepaéng Aoyw nayidevong aépa i avantuéng Tou mapdmieupou Siktlou aépa
péow Twv opwv Tou Kohn (Etkéva 4).' Zuxvdtepa agopd o€ €va HOVO TUNRHA, KUPIWG
TO KopuPaloTioBio Tou aploTePOU Avw AoBou. Ta meplocoTepa Matdid ivat acuUNTwW-
MATIKA WOTE VA YNV ATTAITETAL XEIPOUPYIKNA aTToKATAcTAOT).

ZUYYEVAG TpaxEIaK OTEvwon

Opeiletal og mMAApelG i atelei xdvOpivoug TpaxelakoUg SakTuAioug' ou TpokKa-
AoUV €MUAKN OTEVWON, TUNMATIKN OTEVWON HE HOPPOAOYIa «KAPOTOU» 1 «X0AavNG» 1
€oTiakn otévwon (Eikéva 5). O1 Suo TeAeuTaiol TUTIOL TTAPATNPEOUVTAL OTO TTIEPIPEPIKO
TUAMA TNG Tpaxeiag.’

To ouyyevég Tpaxelakd Sidgpaypa givatl omavia ovtétnta mou &g ocuvSuddletal pe
maBoloyiKr Slapopewon NG Tpaxeiag aAld Stakpivetal otnv aovikr Topoypagia we
YPOUUOEIOAG OXNMUATIOUOC PE EYKAPOLO TTPOCAVATOMOUO TTOU TIPOKAAEL JEiwon Tou
€0POUG TOU TPAXEIOKOU aulol.*

Ayeveoia - YrmonmAaoia nvevuova

ATTOTEAOUV PACA CUYYEVWV AVWHAAIWY TTOU KUMAIVETAL amd €TEPOTTAEUPN TIAR PN
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EIKONA 4. Eykdpotla Siatopry o aovikn
Topoypagia Bwpaka oe ayopl 1 £Toug pe
olwdn aMoiwon deflov mvelpova yvw-
ot and TNV aktivoypagia Bwpaka. Eiko-
va BPoyxIKAG aTPNnoiag UE XOPAKTNPLIOTIKO
eVpnua otnv afovikr TopoypaQia TNV Ke-
VIPIKN aAhoiwon pe cwAnvwdn pop@o-
Aoyia (Béhocg) mou avtioTolkel oToV amo-
@pPayUéVo, SlaTeTANEVO Kal YEUATO BAévva
UTTOTUNUATIKO BPAYXO, TTOU TUTIIKA €VTO-
nieTal oTo KopuQaio 1j KopugalomicBio
TUAMA TWV Avw AoPwv pe ouvodod eikéva
untepSlavyaong ToU TTAPAKEIUEVOU TIEPI-
BaAovTtog mapeyxUpaTog (Havpa BEAN).

EIKONA 5. Eykdpola Slatour o€ HayvnTIKn
Topoypagia Bwpaka avadelkvUEl OUYKE-
VIPLKA OTEVWON TNG TPOXEIAG n OToia £XEl
oxnua — O avti yla aveotpappévo U mou
QVOEVETAL PUOIOAOYIKA.

QTouacia TTVEUHOVIKOU TTAPEYXUATOG UE
ouvodo amouaia Ppoyxoayysikou &é-
VIPOU OUOTOiXWG (ayeveaia), HEXPL TNV
ETEPOTAELPN TTAPOUGIA UTTOTTAACTIKOU
TIVEUOVA LE HEIWUEVO apIOUO KLUPERiSwY,
aEPAYyWYWV Kat ayyeiwv (umomiaocia) (Et-
Kova 6).3* Mapouvoialel idla cuxvotnta
EUPAviong avd Nubwpdakio, Tou av Kalt
amotehei maboloyia cupBatn pe Tn {wn,
ouxva ouvoudleTal e AANEG aVWOAIEG
mou emBapuvouv Tnv mpdyvwon. Itnv
TIEPITITWON TNG AYEVEDIAC, TA AKTIVOAOYIKA
XOPOKTNPLOTIKA TIEPIAAPBAvouV okiaon
NUIBWPAKIOU KAl GNUAVTIKY METATOTTION
TOU pHecoBwpakiou TPOG TNV TAEUPA TNG
nmaBoloyiag, evw n aovikn Topoypagia
amooa@nvifel Tnv amouacia mvelova Kal
Bpoyxayyelakng mapoxne.

Bpoyxoysvn¢ kuotn

Amotelouv Slapaptieg diamiaong
Aoyw Slatapayng TG KATATUNONG TOU
OPXEYOVOU EVTEPOU KAl TOU TPAXEIOBpOoY-
XIKoU 8&vTpou Katd tnVv 26"-40" nuépa
KUNoNG'2 Kal armo TIG CUXVOTEPEG KUOTIKEG
AANOLWOELG TOU HecOBwWpPaKiou UE TEPL-
TuAaia cuvrRBw¢ eVTOTIION Kal PE KAVI-
K ekOAAwon, avaldywc Tou peyéBouc
TOUG, TIC uTTOTPOTMALOUOEC AOIMWEEIG 1)
TNV AMOYPAKTIKA CUMTIECN TWV dgpa-
YWYWV UE ATOTENECHA TO CUPLYUO, TNV
atehektaoia r tnv mayidevon aépa.’3 X1o
@dopa mepAapfdvovtal KUOTEIG ava-
SIMAACIA0UOU PEPOVWHEVOU TUAMATOG
TIVEUMOVIKOU LOTOU TTOU EMIKOIVWVEL [E
TO AVWTEPO YAOTPEVTIEPLIKO CLOTNHA
10 KNZ, émwg ot Bpoyxoyeveig KUOTELG
(totohoyikn emBeBaiwon mapovaoiag
AVATTVEUOTIKOU EMBONAIOUL), Ol EVTEPIKEC
KOl VEUPOEVTEPIKEG KUOTELG.? O1 Bepa-
TEVTIKEC emMAOYEC KaBopiCovtal amd tnv
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TTAPOUCia CUUTTTWUATWY, WOTE OTA
CUUMTWHATIKA TTad1d va TTPOTIKATAL N
XELPOUPYIKN €€aipeon. ATIEIKOVIOTIKA
amoteAolV capwe agopt{opeva uTo-
OTPOYYUAQ HOPPWHATA UE OHUOIOYEVEC
KUOTIKO TTEPLEXOUEVO, N TTUKVOTNTA TOU
omoiou KaBopiletal amd TV avaioyia
TIPWTEIVIKOU TEplexouévou (Elkdva 7).2
MpPOoKEeIPEVOU VA ATTEIKOVIOTEL TO OUAD,
AEMTO TOiXWUA TTOU XapaKTNPEICEL TIG UN
EMMAAKEIOEC KUOTEIC €ival amapaitnTn
n xprion evéopA£Blou oklaypa@ikou.
Tnv mBavotnta ¢ Sidyvwong eyeipel
N OTEVI] QVATOWIKI) OXEON TWV KUOTEWV
ME TO BpoyxIKo SévTpo.

Juyyevéc AofBwdec eupuonua

H oUyxpovn taéivéunon nepthapBdvel
TOV OPO «OUYYEVNC TUNMATIKA uttepSIlau-
yaon - congenital segmental overinfla-
tion» yla va Xapaktnpioel TEPIMTTWOELG
TOU PACHATOC TOU oLUYYEVOUS AoBwdoug
guuonuatoc.* Tuvnbwc agopd ot éva
Ao0, wWOoTOCO TEPIYPAPOVTAL KAl TIEQL-
OTATIKG E CUMMETOXN TTEPIOCOTEPWV
AoBwv (aploTePOC Avw > PECOC > BEELOC
avw > Katw)."” Q¢ arriohoytkoi mapayo-
vteg mBavoloyouvtal meploxEg Bpoyxo-
MaAdKLUVONG 1) OTEVWONG TWV BPOYXIKWY
Xovdpwv pe amotéleopa tn Snuioupyia
pNnxaviopou BaiBidag pe otadlakr ume-
PEKMTUEN CUYKEKPIUEVOU TUAUATOC.” AV
Kalt ol KUPENOEG uTTepeKTTUOCOVTAL, TO
TOIXWHA TOUG TTAPAMEVEL AKEPALO, WOTE
LOTOAOYIKA 0 OPOC «EUPUONUO» VA Eival
AVaKPIPNG.> Z€ eKTETAUEVN aAoiwon TTou
ouvluddleTal e PETATOTIION TOU PECO-
Bwpakiou, TapaTNPEiTAl AVATIVEUOTIKA
Suoyépela oto veoyvd.2* Av n ATeEIKOVI-
on Yivel KOVTd 0Tn yévvnon Umopei va
€XEL TTUKVOTNTA HOAOKWV HOopiwv Adyw

I. Namaiwdvvou

EIKONA 6. Xtepaviaia Ao& avaolUvBeon
aovikng Topoypagiag Bwpaka o ayopt
4.5 unvwv pe Tpiowpia 21. Avayvwpiletal
urtorAaoia tou deflov mvelova Kat fpw-
on tou §g€1o0L nuiSilagpayuatog. Q¢ Tuxaio
g0pnua Slakpivetal Ektomn ékpuaon 8e€ldg
urtokAeldiou aptnpiag (BENog).

EIKONA 7. Eykdpota avacuvBeon a&ovikng
Topoypagiag Bwpaka og BpeéPog 3 unvwv
ME ouplypo. Avayvwpiletal copwg agpopl-
(6uevn uTTOOTPOYYUAN aANOIWGoN UE TTUKVO-
Nta USATOC OTO APLOTEPO PéoO pecobw-
pakio (aotepiokog). To Toixwpa TG KUOTNG
€ival opalo, xwpic onpeia maxuvong r okla-
YPAQIKAG evioxuong mou Ba cuvnyopoluoav
uTtép PAEyHOVG. H 1IOTOAOYIKE) HEAETN HETA
™ xelpoupyikn e€aipeon emPBePaiwoe v
apxtkn Siayvwon Bpoyxoyevoug KUoTNG.
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KaTakpAtnong epPputkol vypou (Eikova 1).22 H a§ovikr Topoypagia TAEOVEKTEl 0TNV
empPePaiwon ¢ umepdlalyaons Xweig Kataotpo@n Twv KUPEASIKWY TOIXWHATWY,'2
evw €xel 8laitepn aia otnv avadel&n tng moAulofwdoug cuppeToxnG.2 H Xelpoupytkn
e€aipeon amoteAei TNV evOeSEIYUEVN AVTILETWTTION PE AploTn Tpdyvwon, 18laitepa o€
maid1d e mpoiovoa enékTaon Tng urepdlavyaonc.?

Mvevuoviké améAvua / Zuyyevic KUoTIKh adsevwuatoidric Suomiaocia

MephapPavel TIc ouyyeveic Bpoyxomveupovikéc avwahiie¢ (CPAMs — Congenital
Pulmonary Airway Malformations) pe tn péxpt mpdo@ata IGToAOYIKN Ta&vopnon Tng
Juyyevoug Kuotikrig Adevwpatosidoug Avonhaaiag (CCAMs — Congenital Cystic Ad-
enomatoid Malformations), Ta mveupovikd amolUpata Kal Tic UBPISIkEC PAAREC Tou
ouvdudlouv Kal TI¢ dUo 1oToNOYIKEG ovToTNTEC.' O Opo¢ CPAM Bewpeital TAéov o
Sokipog amo tov 6po CCAM Kabwc e TN oUYXpovn IoTOAOYIKH Ta&ivounon ot BAABeC
€ival KUOTIKEG IOVO OTOUC TPELG ATTO TOUC TIEVTE TUTTOUG KAl AdeVWUATOEISEIC LOVO OTOV
éva Tumo (TUMTOoC 3).°

H 1otohoyikn ta&ivounon katd Stockers yivetat pe 3aon to péyebog Tng KUOTNG Kal
TNV LOTOAOYIKH OUOIOTNTA UE TA THAATA TOU AVATTITUGCGOUEVOU [BpoyXIKou dévtpou Kal
TWV AEPAYWYWV. ZUUPWVA LE TNV TIPOCEATN IGTOAOYIKN Tavounon, dtakpivovtal, wg
EMEKTAON TNG TIPONYOUHEVNG TA&IVOUNONG, TIEVTE TUTTOL SUCTIAACIWV.

TUrog 0: éxel Tpayelakn N BpoyxikA apxn Kat amoteAei ovolaoTikd Botpuoeldr du-
oyeveoia i Suomhacia

ToUmog 1: éxel Bpoyxikn N BpoyXloAikn apxn (LakpokuoTiky BAABN Siapétpou 2-10
cm) (Eikévec 8, 9)

k\
EIKONA 8. a. AkTivoypagia Bwpaka og matdi 7 eTwv avadelkvOEeL w¢ TUXaio eVpnua elkéva
untepSlavyaong oto 8€10 HECO — KATW TIVEVRIOVIKO TTESIO (BEAN) e ATTEIKOVIOTIKOUG Xa-
POKTAPES 0TNV a&oviKn Topoypagia Bwpakog (B.) cuppatoug pe CPAM 1 (BE€AN) kat OxL pe
OUYYEVN TUNMaTIKA urtepSlavyaon.
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EIKONA 9. a. AKTivoypa®ia Bwpaka o€ veoyvo 1 nuépag pe mpoyevvnTikn Sidyvwon ade-
vwpatogidoug duomiaciag Tou de€lov velova avadelkvUel SlauyaoTikn aloiwon Pe
OXETIKA oar 6pla oTo Se€16 HECO TVELOVIKO TIESIO (BEAN) eV TO Ao TIVEUOVIKO TTa-
pPEYXUMa €xel elkdva Slaxutng Amag BoAepdTnNTAC TOU Mapatnpeital cuxvd os mapodIkn
avamveUoTIKA SuaXEpPEla TWV VEOYVWV. XTn aoVIKN Topoypagia Bwpaka mou akoAolon-
o€ (B.) avayvwpilovtal cuppéovta HaKPOKUOTIKA oTolxeia oto de€1d mvevupova (pavpa
BEAN) ue elkova uSpagpikol eMITESOL OTO HEYOAUTEPO ATTO AUTA (AeUKA BEAN). H OAN €1ko-
va anmodéOnke og mapoucia CPAM 1 pe Katakpdtnon euBpulkol uypol oTn PeYaAUTEPN
KUOTN Kal ouVoSdO HETATOTTION TOU PECOBWPAKIOU TTPOC TA ApIoTEPA (A0TEPIOKOC).

TUmoc 2: €xel BpoyxIoNKn apxn (MIKPOoKUGOTIKN BAAPN Stapétpou 0,5-2 cm) (Eikova 2)

TUrog 3: €xel BpoyXloAikr — KUPeMSIKA apxn (adevwpaToeldng TUTOC), Kal

TUmog 4: éxel Anw BoTpuoeldn apxn.

AnekovioTikd, avayvwpilovtal povo ol Tpelg Tumol Twv CPAMs: 800 HaKPOKUOTIKOI
ME HEYANEG 1 MIKPEC KUOTELG (1 Kat 2 avTioTolya) Kal £Vag MIKPOKUOTIKOG 1 GUTTAyriG
(tumoc 3) (Eikova 10).>7 O Tumog 4 katd Stocker ouvnBwc ameikovifeTal wg pia HEYAAn

EIKONA 10. Ztegpaviaia avacuvBeon o€ al-
yopBuo palakwyv popiwv a&ovikig Touo-
ypagiag Bwpaka og veoyvo 15 nuUeEPWV e
mpoyevvnTikn dilayvwon aloiwong de€lov
TIVEUOVA. ZUUTTAYAC, EAAPPUWC AVOUOLOYE-
V¢ aAhoiwon avayvwpiletal 6Tto PeYaAl-
TEPO TURMA TOU Oe€100 KATW TIVEUHOVIKOU
AoBou (BEAN) xwpic va Slakpivetal Tpo@o-
POpPOC apTnPIakog kKAAdo¢ mou Ba umovo-
ouoe tnv uapén amoAupatoc. H iIoToAoyIKN
Sidyvwon CPAM 3 T€ONKe PETA XELPOUPYIKN
e€aipeon ™¢ aloiwong.
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Kuotn Kat dev Stagoporoleital amd tn omavia aAAd coapr KUOTIKHA HOP®r TOU TTAEL-
poTmVeUUOVOPBAACTWHATOC 8 To TEAEUTAIO EVOEXOEVO ATTOTENEL TNV OUCIACTIKH €VOEIEN
XELPOUPYIKAG APAIPETNG KUGTIKWV HopPWHATWY ToU Tivelpova og maidid, 1dlaitepa o€
matd1d pe emPapupévn olkoyevr mpodidbeon.’

Avwpaln aptnplakn mapoxn pmopei va avadeiyBei pe Tnv afovikn Topoypagia oto
MOKPOKUOTIKO, 0uVARBWC e HIKpoU peyéBouc kuoTelg, CPAM.>” Tétoleg PAGREC xapa-
ktnpiovtal cuvnBwC «UPPISIKESH Kal IOTOAOYIKA EPPAVI(OUV AVAUIKTA XOPAKTNPIOTIKA
CPAM kat amoAvpatog (Eikéveg 11, 12).'5 Zuxvd mpokahoUv avamveuoTikry Suoxépela
OTO VEOYVO Kal amoTeEAOUV cuvRBWC TTPOYEVVNTIKO VPN, EVW O UEYANUTEPEC NAIKIEC
pmopei va mpokaAéoouv urtoTpomAlouoeg AOIMWEELC i} AIUOTITUGN Kal va TTEPITTAEEOUV
TNV AKTIVOAOYIKN lkéva.” XTn Stagpopikn Sidyvwon Ba mpémel va €xoupe umdYn pag tnv
TOAU OTIAVIA LOPPH TOU KUGTIKOU TTAEUPOTTVEULOVIKOU BAQ0TWHATOC TIOU QTTEIKOVIOTIKA
Bupiel To pakpokuoTikd CPAM kaBwc Kal TNV TTEPIMTWOoN TNE CLUYYEVOUC Slappaypato-
KAANG, 181aitepa étav n duomhacia evromiletal oToug KATw Aofoug.?8?

To anmdAupa anmoTeAE] P AETOUPYIKO TURAA TOU TIVEUHOVIKOU TTAPEYXUUATOG TTOU
Oev EMKOWVWVEL UE TO TPAXEIOPBPOYXIKO SEVTPO Kal £XEL AVWUOAN GUOTNMATIKA apTn-
plakn mapoxH. Eival eite evéorofaio (omdte mepifdAletal amd omhaxviké ume(wkoTa)
N eéwAoPaio (omdte mepIBarieTal amd Eexwplotd umeCWKOTIKO METANO).2 ZuxvoTepa
gvtomieTal 0Tov aploTEPO KATW TIVEUOVIKO Aof36. H avddelén kat xaptoypdaenon and
TIC AVACOUVOEDELG TOU TPOPOPOPOL apTnplakol KAAdou Kat n Sleukpivion TnS AEPIKAC
amoppon¢ otn cuoTNUATIKA (Aluyog eAERa, ri/kal TTUAaia, UTTOKAEISIOC ) é0W HACTIKA
QA£Ba) } TNV TIVEUUOVIKH KUKAO®Opia urmopolv va Slaxwpicouv 1o e§wAofaio (25%)
amo 1o evdolofaio amdAupa (75%)."? To e€wAoPaio amdAupa cuvnBwc (60%) oxeTi-
Cetal Kal e AMEC avwpalieg, 6w kapSIakEC Kat Sla@PayUaTIKEC AVWIAAIEC.? ZTa
oupnmtwpatika madid n teAkn Oepareia ival n xelpoupyikn e€aipeon, evw o akpIPng
TIPOEYXELPNTIKOC 0XedIAoUOC BacileTal 0TV MOAUTOWMIKE A§OVIKN Tooypagpia.?

AyYElaKEG avwpalieg
Ayeveoia mvevuoviKn aptnpiag

Edw amouotalel miipwce n 8e€1d 1 n aploTEPN TIVEUUOVIKI apTnpid, EVW GUXVA CU-
VUTTAPXOULV Kal AANEC KapSIaKEC avwpaliec.>® H BpoyxIKr Kal TIVEUHOVIKN avaTtopia gival
(PUCIONOYIKK) AV KAl O ETTNPEACUEVOC TVEVIOVAC Eival cLVABWC LMTOTTAAOTIKOC.2 H ayyeiwon
TOU ETTNPEACUEVOU TIVEUIOVA YIVETAL IECW TTAPATTAEUPOU SIKTUOU arTd T GUCTNUATIKI KU-
KAo@opia. AvTIOeTa, Ta TIVEUOVIKA QYYEIQ TOU ETEPOTIAEUPOU TIVEUOVA gival SloyKwEVAL.
ATIEIKOVIOTIKA ONUEIWVETAL ATTOTOUN SIOKOTTH TNG CUOTOIXNG TIVEUHIOVIKIAG apTNEIag Alyo peTd
TNV €KQUOT TN AT TO OTENEXOC, O GUCTOLXOC TTVEULIOVAC EIVAL UTTOTTAQCTIKOG, UTTAPXEL IETO-
TOMIoN pEcoBwpakiou, kal S1dTacn NG ETEPOTTAEUPNG TIVEULOVIKIG apTnpiag (Eikova 13).2

Atpnaoia nvevuoviknig pAéBacg

KAvikd ta Bpéen kal Ta maidid pe atpnoia mveudoVIKAiS @AEBac epgavifouv umo-
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EIKONEZ 11-12. Aovikr Topoypagia Bw-
paka o€ 6Uo Ppépn Ue UPPIOIKEC aANOLW-
o€l (Bpoyxomveupovikng duomiaciag Kat
amoAupaTog) Tou aplotepou (11) Kal Tou
6elob (12) kdtw mveupovikou Aofou. Kat
otic dvo mepmtwoelc Slakpivovtal oup-
pPedVTA UIKPOKUOTIKA oTolxeia (BEAn oTig
a.) ue ouvodo MAPOUsia CUUTITAYOUC CUVI-
OTWOoOC (QOTEPIOKOL OTIC A.). TN UEAETN OF
aAyop1Ouo paAaKWY popiwv Kal otig duo
TEPIMTWOELC avayvwpileTal TPOPoPOPOC
apTNPEIaKOC KAAdOC (BEAn oTic B. kal oTnV
ayYEloypa@Ikn avacuvBeon 12y.) mou emi-
BeBawwvel Tn cuvumapén otolxeiou amoAv-
patog.
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EIKONA 13. AovIKn Topoypagia Bwpaka og
ayopl 12 €TV avadelkvUel aoUUUETPN €K-
TITUEN TWV TIVEUUOVWV HE HEWWIEVO GYKO TOU
8e€lov, petatdmon Tou pecobwpakiouv mpog
Ta Se€1d kat anotoun Sakomr ¢ 6e€lAC
TIVEUHOVIKNG apTtnpiag (BENog) Aiyo petd tnv
€KQUON TG amd To OTéAEXOC (aoTEPIoKOC).
AvtiOeTa N aAPIOTEPN TIVEUHOVIKN apthnpia
(81mAOC aoTepiokog) amelkovileTal EAAPPUC
Swatetapévn. Evpripata ocupfatd pe ayeve-
oia ¢ €14 mveupovIKAG aptnpiag.

Tpomdlouoec holpwéelc kat aipomntuon.>* H Bgpancia kabBopiletal and tn Baputnta
TWV EKSNAWOEWV Kal TTEPINAUPBAVEL CUVTNPNTIKH AVTIHETWTTION, EMBOAICUO TOU TTaPd-
MAEUPOU SIKTUOU LE coil 1) XEIPOUPYIKI) EKTOMN.2® ATTEIKOVIOTIKA, OTN MEAETN E a€OVIKN
ayyeloypagia, mpoohapPBdvel poper povripoug 6{ou | necoBwpakikig palag kovtd
OTOV aploTEPO KapSLako KOATIO AOyw Kipooeldoug Sidtaong tng eAEag xwpic va ava-
yvwpiletal Tpo@o@dpoc aptnpia i @wied duomiaaciac.?

Ayyeiakoi SaktuAiot

Y xetiCovTal pue aVWUANIEC OTIC AVATOMIKEG OXETELC TOU TPAXEIOBpoyXIKOU SévTpou
KOl TWV ayYEIOKWY Sopwy, T.X. SITASG aopTIKO TOE0 1 pe e§wyeveig méoelg and diateta-

EIKONA 14. AlaypappaTIKr amelkévion SITAOU aopTIKoU TOE0U (a.) e TNV avTioTolxn TpLo-
Sidotatn avaclvBeon tng afovikng ayyesloypagiog Owpaka (B.) kat tn cuvodd oTévwon
NG TPAXEiag oTn otepaviaia avacuvBeon (BEAn otn y.) Adyw dnpiovpyiag mAripoug ayyel-
akoU dakTtuhiou.
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EIKONA 15. MayvnTIKr Topoypa@ia Bwpaka o€ Bpé@og 2 unvwv Le Suagayia Kat Guptyuo.
> e akolouBia Black Blood avayvwpiletal 616 aoptiko 100 (BENoc oTNV d.) 0TO EYKAPCIO
emnimedo evw oe ote@aviaio eminedo (B.) Siakpivetal To €16 aopTikd 160 (aoTEPIOKOC),
n éK@uon TN aplotePnC UokA&ISiou aptnpiag (kepain BENouc) kat n ocuvodoc oTévwon
™¢ Tpaxeiag (BEA0g) Adyw tng dnuioupyiag ayyelakol daktuliou. Y& TPIodIACTATEG Ava-
ouvBéoelg TNC ayyeloypagiag armocagnviletal n avatopia Tou aopTikoU TO&ou (Y.) Kabwg
Kal N TTapoucia EKKOATTWUATOC (a0TEPIOKOC) 01O oTioBlo €0wW OPIo TOU AOPTIKOU TOEOU
(6.) mou cuvnyopei unép mapouaciag IVwOoUC TaVIAg HETAED EKKOATIWATOC KAl APLIOTEPNC
urtokA&1diou aptnpiag kat oAokANpwvel Tn dnuioupyia ayyslakou daktuliov. rt ao arch:
6€€16 aopTIk6 T6E0, rt SA: de€1d urtokAeidiog aptnpia, rt CCA: de€1d kowvry kapwTida, It CCA:
aplotepn Kovh kapwtida, It SA: aplotepr] umokAeidlog aptnpia.

MEVEC ayyelakég SOUEG, TX. O ouyyeveic KapSlomABele 1) SIOTETAUEVES TIVEUUOVIKES
aptnpiec.'* KAivika ta Bpéen epgavifouv cuvdpopo uPnAic andepaéng dgpaywyou
pe ave€yntn avamveuoTikh Suoxépela, cuptyo, Suceayia kat dmvola. 4> tov Aripn
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ayyeLako SakTUAIO, N TPAXEIA KAl 0 OlG0PAYOC TIEPIBANNOVTAL TTANPWE ATIO TIG AYYEIOKEC
Sopég mou SnuioupyolvTal AOyw avWHUAANG UTTIOXWPENONG 1 EUHOVAG TWV EUPPUIKWV
TUNMATWY Tou aopTIKoL T6Eou.™? Yridpxouv Kal ot atelei ayyelakoi SakTuAlol 6Tav o
agpaywyog dev mepIBaletal MARpwc. H ouxvdtepn kat cofBapdtepn KataoTaon ivat
70 SIS 00PTIKO TOEO TO OTToi0 aMmoTEAE EPpOVH TOOO Tou 610U GOO Kal TOU APIOTE-
poU 4° epPpulkou TO€ou, Kal TIEPIBANEL TTARPWCE TNV TPAXEIA Kal ToV oloo@ayo (Eikova
14). 'Exouv meptypa@ei moAAéC Taparhayég (Eikova 15)."2 Mop@r ayyelakoU SakTuAliou
Snuloupyeital Kat amod TNV EKTOTIN EKQUON TNE APLOTEPNC TIVEUHOVIKAG apTnpiac amod To
otéhexoq tnG Se€ldc, ue mieon emi Tou delov kKUplou Ppdyxou Kal TNG TPAxEiag, Kabwg
mopeLeTal TTPOG Ta aploTepd (Eikova 3).

TuvOUAOTIKEG AVWHAAIEG TVEVLOVIKOU TTAPEYXUATOG KAl AyYEiwong
Z0Uvépopo umoyeVveTIKoU rivevuova (Scimitar Syndrome)

Anotelei omavia ouyyevr kapdlayyelakr avwialia mou agpopd oto Se€16 mveuova.
S xeTieTal Ue UTTOTTAAOTIKO TIVEUOVA KAl MEPIKH AVWLOAN cUCTOLXN GAEPIKA EMOTPOPN
Tou &e€100 TIveUovVa 0TNV KATW KoiAn eAEPa, Se€1d oTpo®r TNE KAPSIAC, uTToTAAGia TNG
6€€1A¢ IVEUOVIKAC apTNEIag KAl AVWHAAN CUCTNUATIKY apTnELaKA mapox oto €10
KATW TVEUUOVIKO Aof6 amd Tnv urmodlapeayUaTiK Hoipa TS aopTrig 1 TOUS KUPLOUG
KAAdouG TNG."3* Tuxvd oxetiCetal pe kapOlayyelakEg Kal AANEG avwHOAeG (QVWUOAN

sl ' i
EIKONA 16. a. AKtivoypa@ia Bwpaka o€ Veoyvo e GUVOPOUO UTTOYEVETIKOU TIVEUOVA
(scimitar syndrome): Siakpivetat urromAaacia tou de€lov MveloVaA UE LETATOTIION TOU HE-
ocoBwpakiov po¢ Ta S&€1d, vy n avwpain eAERa (Siknv ylatayaviou) gival oplakd ugpa-
VG (KEQaAEC BeAwV) Kal amelKoviCeTal EUKPIVEDTEPA OTNV TPIOSIACTATN AYYEIOYPAPIKH
avaouvBeon NG aoVIKN¢ Topoypagiag Bwpaka mou akoAouOnoe (éhog otn B.)
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avatopia Bpoyxikol dévipou, dlappdypatog, omovOUAWY KAl OUPOTIOIOYEVVNTIKOU
ouoTtNpaToc)."? H oupmtwpatoloyia ogeiletal suviBwe 0TI cuVOSEC AVWUAAIES EVWD
ouxva anotehei mpoyevvnTiko eVpnua.? H a§ovikn Topoypagia kat Kupiwg ot TOAVETT-
medec avaouvBéaoelc avadelkviouy To péyeBoc Tou de€lo0 nuIBwpakiou, TIC avwHalieg
Twv Bpdyxwv, Tn 6e€1d otpoer NG KAPSIAC Kal TNV avVWUAAN TIVEVHOVIKE GAEBa pe
pop@oloyia ylatayaviov (Eikéva 16).'2

SYMIMEPAXMA

Av Kal ol ouyyeveic¢ SlapapTieg Tou Mvelpova avixveuovtal TAEOV HE TOV UPNANG
EUKpIVELag TPOYEVVNTIKO ENeYXO, N €EENIEN TNG TEXVONOYIAC e EQapUoyr] TwWV TTOAUTO-
MIKWV a€oVIKWVY Topoypapwv €xel avoiel véoug opilovteg otnv a&loAdynon, TauTtomoi-
Nnon Kal XapToypa®nor Toug HETA TN Yévvnon Ue TNV eAaxlotn Blohoyikn empBdpuvon
TOU TTaIS10V TTOU ETITUYXAVEL OTOXEVOUEVN OEPATIEVUTIKY AVTILETWTION, 0laitepa o€
TTEPITTAOKEC KATAOTACEIC.
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Xeipoupyikn 616pOwon ovyysvwy
Siauaptiwv nvevuova

Xpnotoc K. Zahdkog, NikdAaog Zafpag

ANAIZOHZIOAOTIKH MPOZEITIXH

O1 XelPOUPYIKEC TEURATELC TOL BWpPaKa 0T VEOYVIKN, Bpe@Ikn Kal matdIKr nAKia
amoTe oLV TIPOKANCN yla Tov avaloOnaoloAoyo. Ot idlartepdtnteg mou mapouctalouy ol
OUYKEKPIUEVES NAIKIAKEG OUASEC O€ aX€oN e Toug evnAikoug xpetdlovtal e€el8IKeUpéVn
yvwon Kalt egmelpia.

H yeviki avaieOnaoia yia ti¢ BwpakoxelpoupyIKEC emepBAcelg oTnv matdikr NAIKIa,
mepINaBAveL TN xprion TTNTIKOU avaloBnTikoL mapdyovta, oToEIdwY, PUoXaAapw-
TIKWVY, evéoTpaxelaknic SlaocwAnvwong Kal BeTikAg tehodlacToAkrg mieong (PEEP). To
mpwTtofeidlo Tou alwTtou Ba mpémel va amo@evyeTal KATA To Suvatdy, OTIWE EMioNE Kal
N VYNAR CUYKEVTPWON TITNTIKWV avaloOnTikwv. Autd cuvnBwWE EMTUYXAVETAL UE TNV
MaPAAANAN Xpnon omosldwy, 6Tw¢ gival n gatvtavuin (fentanyl) kat n pepipavtavoin
(remifentanil). H mAelovotnTa Twv BwpaKoxeIpoUpYIKWY eMeUBAcewy yivetal og TAdyLa
KatakekApévn Béon (lateral decubitus). H Sieyxelpntikn avaiynoia ival moAD onpavTiki,
TA XPNOIMOTIOIOUHEVA (PAPUAKEUTIKA OKEVACUATA OUWC, Ba TIPETEL VA ETTITPETTOUV TNV
Tayeia avaotpo@n TnG avalodnaoiag oto Téhog TN emépPaonc.’

JuvnBw¢ N KAACLKN evOOTPaXEIOKN SLaCWARVWON UE agplopd Kat Twv SU0o TIVEU-
MOVWVY EMITPETEL TNV TTPAYHUATOTIOINCN OWPAKOXEIPOUPYIKWY Kal BwPAKOCGKOTTIIKWY
enepPacewy pe Kahr €KBeon Tou XelpoupytkoL TESIOU, OE HEPIKEC TIEPITTTWOELG OUWC,
yla TNV KAAUTEPN ameIKOVIOoN Eival amapaitnTog 0 AmOKAEIOUOC TOU GUCTOIXOU TIVEU-
pova. XTIG LEYANUTEPEG NAIKIEG AUTO EMITUYXAVETAL PE TPAXELOOWARVEG SITAOU aulou
TTOU ETMITPEOUV TOV ETMAEKTIKO AEPIOUO EVOG EKACTOU TWV TIVEUUOVWY EEXWPLOTA PIE
eKAeKTIKA SlacwAnvwon tou 8e€lou ) aploTepol otelextaiou Bpoyxou. EVaAaKTIKA

Maiboyeipovpyikn Khivikr Mavemotnuiov ABnvwy, NN «ATTIKON»
AMnAoypagia: Xpriotoc ZaAdkog, csalakos@otenet.gr
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pmmopei va xpnotpomolnBei tpaxelocwArivag mou mephapBavel cuotnpa Bpoyxikol
QATTOKAEIOMOU, i} AMAOC TPAXEIOCWANVAC HE EKAEKTIKE SlacwAnvwon Twv Bpoyxwy, N
MAPAANNAN Xprion Aemtwv KABeTApwWY evOapTNPIEKTOUAG.

H peteyxelpntikr avaiynoia eivat oAl onUavTIKe OTIC BWPAKOXEIPOUPYIKEG ETTEUPA-
OELG, YIaTi EMTPEMEL TO Brixa Kal TIC Babiéc avamveUOTIKEG KIVAOELS, amapaitnTa yia tTnv
Tayeia IKAVOTTOINTIKN EKTITUEN TOU TIVEURIOVIKOU TTAapeyXUpaToC. Mmopei va emiteuyBei
ME TNV TormoBétnon emokAnpEidlou KAaBeTApa He TO AKPO TOU va BpiokeTal TOUAAXL-
OTOV 0TO UYPOC TOU VEUPOTOMIOU TNG BwpakoTtouic.? MNa Tnv éyxuon XpnolUoTolEiTal
ouvnRBw¢ oLVOVACUOC OTTIOEISWV Kal TOTTIKWV avalodNnTIKwv. EvaANAKTIKA pmopei va
xpnotuomolnBei evdoime{wKoTIKN 1 TapacTovOUAIKN €éyxuon Tou peiypatog.® Edv
untdpxel avtévdel€n yla tn xprion mMePLOXIKNE avalonaoiag, umopouv va Xpnolpomnoln-
Bouv evbopAEPLa omioeldn.

OQOPAKOXKOMHXH

H Bwpakookdnon- BwpaKOOKOTIIKH XEIPOUPYLKY ATTOTEAEL TEXVIKH TIOU XPNOIUO-
TIOLEITAL ATIO TIG APXEG TOU TTPONYOUHIEVOU ALWVA,* YWWPLOE OPWG EUPEia epapuoyn,
1blaitepa otnv matdikn NAKia, petd t dekaetia tou 1990. 2 e autd cuvéBale n paydaia
TeExvoloyIKn €&ENEN TTou TapatnEONKe Ye TNV avantuén TG AAMaPOCKOTIIKAG XEL-
POUPYIKNAG, KATAPXNAV 0TOUG eVANIKEG, AANA apyoTEPA Kal oTa TTadLd.

Me tn BwpPaKOOKOTIIKI TEXVIKH TIpaypatornolovvTal Bivieo-unofonBolueveg Siayvw-
OTIKEG KAl BepameuTIKEG emeUBATELC Péoa 0T BwPAKIKN KOIANOTNTA XWwpic BwpakoTtour
(video-assisted thoracoscopic surgery, VATS).>¢

H ekpnkTikn €£EMEN OTNV KATAOKEUN TOOO TWV XEIPOUPYIKWV EPYAAEIWV OCO Kal
TWV YEBOdWV PBivTEO-ATIEIKOVIONC, EMITPETEL CAUEPA TNV TIPAYUATOTOINCN TTPAKTIKA
OAWV TWV BWPAKOXEIPOUPYIKWY EMEURATEWY 0TA TTAISIA IE TN BWPAKOOKOTTIKH TEXVIKN
(Mivakac 1).

IS1aitepeg evoeielg yia Tn xprion TN BwWPAKOOKOTIIKAG XEIPOUPYIKNE 0TNV TASIKA
nAtkia amoteAovv ot Bloyieg Kat oPNVOELSEIG EKTOUEC TOU TIVEUUOVIKOU TTAPEYXUHATOG
o€ TIEPIMTWOELG SldueONC TTVEUOVOTIABELAG 1) LETACTATIKNAG VOOOU TWV TIVEUUOVWY,
OANG KAl OL TTIO EKTETAUEVEG AOBEKTOUEG i THNMATEKTOUEG OE TIEPIMTTWOELG BPOYXEKTA-
oiag, agplwdwv KVOTIKWV PAaBwv, omnAaiwdwy BAawy, KUoTIKAC adevwpaTtoeldolg
Suomhaciag, TVeUPoVIKOU amoAUATOC KAl VEOTIAAGLWV.”®

H Bwpakookomnon gival emmiong moAU xprioipn yia tnv Siayvwaon Kat avTIUETWTIoN
Twv mabricewv Tou pecoBwpakiov. Mmopei va xpnotpomoindei yia tnv Bloyia Aepgpa-
S&VWV Kal TNV aPaipeon KUOTIKWY Kal cupmaywv BAafwv.’

O amokAelopd¢ Tou cuaTotyou mvevpova Sev gival TAVTOTE anapaitnTog Kat étav
Xpetdletal ouvrBw  gival KOAA aveKTOC aTO TOUG PIKPOUG AoBEVEiC.

H BwpaKoGKOTIIKN XEIPOUPYLKN TTAPEXEL KAAUTEPN, TTIO AeMTTOUEPT| €KBEON TOU XEL-
poupylkoL mediou, HeYOAUTEPN LEYEVOUON TN EIKOVAC KAl UIKPOTEPN LETEYXEIPNTIKN
voonpotnta. MNpoodeutikd, Aotrmdy, Teivel va avtiKataoThoel Tn BwpakoTtouri otnv
QVTIPETWITION TWV XELPOUPYIKWY BwpakIKwy mabrioewv Tng matdIKAg nAIKiag.
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MINAKAX 1. OwpaKOOKOTIKEG EMEUPATELG oTA TTASIA

Bloyia nmveupova 2 UyKAlon BotaAgiov mopou

Nofektopun AmoAivwon Bwpakikou mépou

EKTOMN TTVEUOVIKOU AmTOAUATOC A16pBwon atpnaoiag olcopdayou

ExToun KUoTIKWV BAafwv ATOAVWON TPAXELO-0ICOPAYIKOU CUPLYYiou
M\evpodecia Aoptonnéia

EKTOUN KUOTIKWV SIMAACIACUWY Ektopn palag pecoBwpakiou

Muotopn olcogpdyou OupeKToun

Mpb6obia orrovéulodeoia Jupmafektoun

Al0@paypotoKAiAn Mepikapbdiakd mapabupo

ATPHZIA OIZOQATOY - TPAXEIOOIZOOATIKO ZYPIITIO

H X€lpoupyIKr QVTIUETWITION TNG ATPNOCI0G TOL OIGOPAYOU YIVETAL TIC TPWTEG LEPES
™G (WA LETA aTTd AETTTOIEPT) TIPOEYXELPNTIKO EAEYXO Yia TNV avaliTnon cuvodwv cuy-
YEVWV AVWHOALWVY TTOU UITOPE( va oUVUTTAPXOULV PEXPL KAl 0 TooooTd 50% (V.A.CT.ER.L.).
Kupiwg evdlagépel n avalntnon Tuxov KapSiakwy cuvodwV CUYYEVWY AVWUOAWY YIaTi
OUTEG 0€ CUVOUAOUO PE TO XAUNAS Bapog yévvnong emnpealouv tnv emBiwon (Mivakag
2).'° Emiong, otav auto gival QIKTO, mpémel va avadnteital n 6éon Tou aoptikol Téou
yla Tnv emioyn TN MAeupdc Tng Bwpakotounc. Emi mapouaiag 6e€lo0 aopTikol TOEou
n eméuPaon yivetal pe aplotepri Bwpakotoun.

21NV SIAPKELA TOU XEIPOUPYEIOU gival XprioLn N evO0OKOTINGN TOU KEVTPIKOU Ol00-
(PAYOU KAl TNG TPAXEIAC VIO TOV EVTOTTIOHO TOU UPOUC TOU CUPLYYIOU KAl TOV ATTOKAEIOUO
Umap&ng Aapuyyo-tpdxelo-olcopaytkig OXIOUAG."

H mapoucia aépa otov EMTIKO CwARVa UTTOONAWVEL TNV TTAPOUGIA TPAXEIOOLCO-
(PAYIKOU CUPLYYIOU TOU TTEPIPEPIKOU KOAOBWHATOC TOU OICOPAYOU, TTOU ATTOTEAEL TO
OUXVOTEPO TUTIO ATPNOiaG (80-85%). Xe autdv Tov TUTO, ouviBwE, Ta U0 KohoBwpata
£€XOUuV HIKpR andéotaon PeTa&l TouG Kal N avacTOUwor Toug HETA TNV amoAivwon Tou
ouplyyiou gival euxepng.

H amoucia aépa amd tov menTikd ocwArva umodnAwvel Tnv Omapén autyol¢ atTpn-

MINAKAZX 2. MpoyvwoTikoi mapdyovteg emBiwong VEOYVWY HE aTpNnoiag oloopdayou

MpoyvwoTikoi mapAayovTeg EmBiwon
Ouada 1
Bl >1500 g xwpig peifoveg ouVoSEC KaPSIOKES AVWUAAIES 97%
Ouada 2
BI' <1500 g 1j peiCoveg ouvodég kapSilakég avwUaieg 59%
Oupada 3

BI' <1500 g kai peifoveg ouvodEg KapSIaKEG AVWHONIEG 22%
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EIKONA 1. Métpnon amootaong Peta&y Kevipl-
KOU Kal TIEPIPEPIKOV OlooPayou He tn Poribeia
OKTIVOOKIEPWV KNpiwv.

< e

2

n

o
o

EIKONA 2. Atpnoia olco@dyou: AtoAivwon tou
TPaxELO-0lo0@ayLkoU ouplyyiou. H amdotaon
META&U KEVTPIKOU Kal TIEPIPEPIKOU 0lo0PAYOU
ETITPETIEL TNV TENIKOTENIKT) AVAOTOUWON

X.K. Zahakoc kat N. ZaBpag

olag, xwpig oupiyylo, N Hue oupiy-
YIO TOU KEVTPIKOU KOAoPwuaTog
Tou oloo@dyou. Kai oTic U0 auTéc
TEPITITWOELC, IO1A(TEPA TNV TTIPWTN,
ouvRBWC UTIAPXEL LEYAAN amdoTaon
peTady Twv KohoPwudtwy Kat dev
gival duvatn n katapxniv TeAko-
TeEAIKN avaotépwon. Téte yivetal
YaOoTpOoOoTOpia oitiong, ektipdrat
SleyxelpnTikd n améotaon Peta-
&0 Twv KohoPwpdTwy (Eikéva 1),
Kal av gival peydin, petatiBetal n
AvVaoTOUWOT YO PETAYEVECTEPO
Xpovo, otav n andéotacn Petady
TwV 6U0 KOAOPBWUATWY UIKPUVEL OE
IKavoToINTIKO Babuo, cuvriBwe mepi
10 Seutepo priva TN (wric. e dho
auTO 1O S1doTNA Eival CNUAVTIKH
n oXOoAAOTIKA avappoOPnon Tou Ke-
VTPIKOU KOAOPBWHATOC e SlapIvVIKO
KOBeTAPA, KATA TIPOTIUNGCN StTAOU
AVAOU, yla TNV amopuyn €10po®N-
oN¢ OlEAOU. ZNUAVTIKH Eival emiong
n d1aTripnon Tou AVTAVAKAACTIKOU
ToU OnAacpol oTo veoyvod o€ OAn
v mePiodo TG avapovic.

2TovV o CUXVO TUTIO ATPNOiag
ME OUPIiYYIO TOU MEPIPEPIKOU KO-
AoBwpatog n 616pBwon yivetal pe
6e€1d omicBlo-mAayla Bwpakoto-
un oTo 4° pecomievplo SlaoTtnua,
Tayeia amoAivwon Kal EKTouA Tou
ouplyyiou Kal TEAIKO-TENIKN ava-
oTtopwon Twv 6Uo KoAoBwWHATWY
(Eikéva 2). Eav auto dev eival @i-
KTO, YiveTal amoAivwon Tou cuply-
yiou Kal yaotpooTopia oitiong Kat
METAQEPETAL N AVACTOUWON OE
METAYEVEDTEPO XPOVO, OTTIWG OTNV
TEPIMTWON TNG aplyoug atpnaiag,
TAAL PE ouvexn avappoenon Tou
KEVTPIKOU KohoPwpatog kat Slath-
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PNON TOU AVTAVAKAAOTIKOU TOU ONAaopoU. 2 e€e1SIKEUUEVA KEVTPA, E PEYAAN EUMEIpia
otn evOOOKOTIIKN XELPOUPYIKA, N eméuPaon tng Stopbwong Tng atpnoiag pmopei va
Yivel ue BwpaKooKoTIKN TPOCEyylon.'?

H avaoTtopwTikn Staguyn ival n o cuXVH AUECN UETEYXELPNTIKH EMUTAOKK KAl AVTL-
peTwtiCeTal ouvABWE CUVTNPNTIKA LE TTOPOXETELON TOU NUIBWPEAKIOU KAl TIAPEVTEPIKN
Slatpoen. H uébodocg autr avTILETWITIONG TNE AVACTOUWTIKAC Stapuyn¢ SieukoAUveTal
and TNV €€w-unelWKOTIKA TTPOOTTIEAACN KATA TO TIPWTO XEIPOUPYEiD. METEYXEIPNTIKNA
OTEVWON TNG AVAOTOPWONG UITOPEL va EMPAVIOTEL O TOCOOTO HEXPL 50% Kal gival
O ouXVN OTAV AUTH YiveTal Ye Taon n étav mapatnenOsi avactopwTikn dlaguyn.'
Avtipetwriletat pe S1aotolég kat ouyxpovn S16p0Bwaon tng mbavd cuvundpyxouoag yo-
OTPOOICOPAYIKAG TTAAVOPOUNONC.'*'® H UTTOTPOTTH TOU TPAXELOOIGOPAYIKOU CUPLYYiou
MTTOPE VO EPPaVIOTEL 0 TTOOOOTO 2%, €(TE AUECA PETEYXEIPNTIKA EiTE O€ amdOTOON Ao
NV apxIkn eméupaon. H oupmtwpatoloyia moikilel kat mepthapBdvel Brixa, kKudvwon,
eMeLo6S1a TIVIYUOVIAG KATA TN Gition, urmoTpomdalouoeg avamveUoTIKEC AOIMWEELS Kal
évtovn anoxpepydn. H 516p0won ival xelpoupyikry, ocuvnBwg pe tnv idla mpooméhaon
NG APXIKAG EMépBaong.

H mpdyvwon NG XEIPOUPYIKNG AVTIMETWITIONG TNG TTLO CUXVAG MOPYPG TNG aTpnaiag
TOU olooPAyou gival e€alpeTikn étav To PAapog yévvnong sival mavw amnd 1500 ypap-
papla katl Sev cuvuTiapxouv cuvodEG Kapdlakég avwahieg (Mivakag 2). Ot o omdvieg
MOP®EC KABUOTEPNUEVNC ATTOKATACTACNG TNG CUVEXELAC TOU OLGOPAYOU, TTapouaildlouv
auvénuévo MOoOCTO ATIWTEPNG VOONPOTNTAC, TOOO ATTd TO TEMTIKO, OGO Kal aTo TO
QVATIVEUOTIKO OUGTNHA, PE CUXVA XAUNAOUG pUBLIOUG avénong péxpt TNV mpoe@nPLkn
nAlkia kat emnpeacpévn motdotnta (wne.'s '

Ot enepPAoelC avVTIKATAOTACNC TOU OI0OMAYOU TIOU £XOUV TTEPLYPAPEL TIPETEL va
nieplopiovTal o€ eKeIVEC TIC EEAIPETIKA OTTAVIEG TIEPITITWOELG, OTTOU KABE AAAN TTpOo-
omdOela amoKATAOTACNG TNG CUVEXELAG Kal SlaTripnong Tou idlou Tou 0160@Ayou Tou
0a00evoug €xel amoTUxeL "

ZYTTENHZ AIAOPATMATOKHAH

H avtipeTwmon tng ouyyevoug Sla@paypatokKAANG amoTeAel AAAN pia TpdkAnon yla
TOUG VEOYVOAOYOUG Kal Yia Toug atdoxelpoupyols. H cuvoAlikr BvntdtnTa mapapével
vPnAn (60%), 6tav AapPdavovtal umdyn ot evbountplol Bdvartol kal ot SIaKOTTEC TNE KUN-
on¢. O1umomAacia Tou VEUOVA KAl  CUVUTTIAPXOUOA TIVEUOVIKI UTTEQTACT ATTOTEAOUV
NV KUpLa artia Bavatou OTI¢ IEPITTWOELG UEHOVWUEVNG OUYYEVOUC S1aQPAYHATOKAANG.
Ot ouvodéC avwpaAieg Tou amavtwvTtal o TocooTo 30%-40% HEIWVOUV TO TTOCOOTO
empPiwong og Aydtepo and 10%. Ektog anmd Tig ouvodEC GUYYEVEIC avwaAIeg, AANoL
Suopeveic evOOUNTPIOL TTPOYVWOTIKOI TTAPAYOVTEC Eival N TTAPOUGIA TOU ATIATOC EVTOC
ToU NUIBwpakiou, To MOAU-USPANVIO Kal N oXéon SIAPETPOU TOU GUCTOLKOU TIVEUOVA
TTPOG TNV KEPAAR TOU eUPpUOU pe Adyo <1.2°

H evdountpia xerpoupyikn S10p0won éxel SWOEL ATTOYONTEUTIKA ATTOTEAECUATA KAl
EXELTIPAKTIKA eyKATAAEIPOEL. AvTiBeTa, N evdopnTpla andppaén Tng TPAXEIag gaiveTal
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va €Xel KAAG amoTeAéopata otnv mMedANYn tTn¢ urmomAdaciag Tou mvelpova. H pébodog
TTOU €XEL ETIIKPATNOEL YO TNV TIPAYHATOTTOINGN TNC €ival N APVIOOKOTIIKY TOTTOBETNON
evdotpayelakol Buopatog Heta&l 24 kat 28" eSouddog Kal n agaipeon Tou mpv
amé Tov TOKETO, Tepi TNV 34" fdoudda (Eikdva 3).

O TOKETOC TWV EUPPLWV PE oLYYeVH SlappayUaToKAAN TIPETTEL va YiveTal o€ e€€L-
Sikeupéva kévtpa mou Slabétouv tpitoaduia n TetapTofdbuia povada eviatikig
voonAeiag veoyvwv (MENN), kaBw¢ kat e€e1dikeupévn maiboxelpoupytkn opdda.
H xeipoupyikr d16pBwon tng dtappaypatokAAng dev sival emeiyovca Kal PEmeL
TIPAYUATOTIOLE(TAL META TNV 0TABEpOoMmOinoN TWV VEOYVWY Kal TNV avdta&n tng mveu-
MoVIKNC utréptaonc.?’ H mpoomdBela otabepomoinong Twv VEOYVWY Kal ATToQUYNS
Tou BapoTpavpatog amd TNV eMOETIKA cupuPatikn uooTAPIEN TNC AvATTVONG EML-
TUYXAVETAL HE TN XPrion avanveuoTtrpwv uPnAng cuxvotntac, NO Kal EMTPEMOUEVNG
umepkarmviac. To veoyvo Bewpeital 6Ti €xel otaBegpomoindei 6Tav to PaO, eival >100
torr kat n Stagopd mieong petalL aptnpidiwv —KuPeridwv <600 torr. Téte gival du-
VaTtov va mpaypatomnolnBei n xelpoupytkn eméupaon, katd mpotipnon otn MENN oe
€161kd Sl1apopPWEVO XWPo.

H kaAUTepn MpooméAaon €ival n KOIALOKI e TOUK) 0TO CUGTOLXO UTTOXOVEPIO Yia TNV
EUxePEOTEPN avATAEN TWV OTIAAXVWV Kal T S10pBwaon TS cuvuIApXouoag avwaAiog
OTPOPNC KAl KABRAwaGNE Tou evtépou. Otav To xaopa gival peydio (30%), urmopei va pel-
aoTei va KaAuBei pe xprion evdompdBeong (Gore-Tex), yeyovog mou au§avel onUavTika
Tov Kivouvo onntikwy emmAokwv. EvdonpdBeon umopei emiong va xpnoipomoinOei yla
TN OUYKALON TNG TIEPITOVATKAG KOINOTNTAG OTAV AUTH €ival UIKPH Kal §& XWwPAEL EUXEPWE
v avdataén twv on\dxvwv. H xprion mapoxéteuong Bwpakog dev gival amapaitntn
Kal étav autr tornoBeteital Sev Oa PEMEL va gival O ApvNTIKI TIECN Y1A TNV ATTOQUYN
BapoTtpalpaTog OTOV UTTOTTAACTIKO GUCTOLXO TIVEUOVA.

EIKONA 3. Apviookorikr TormoBétnon evootpayelakol Briouatoc.
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Ta mocooTd eMPBIWONG TWV VEOYVWV E CUYYEVH Sla@paypaTtoknAn 8€ gpaivetal va
napouatalouv 18laitepn Peltiwon, TAPA TIC CNUAVTIKEG TTPOOOOUC TTOU CNUEIWONKAV
TaTeENEUTAia XPOVIA, CUPTTEPIANAUBAVOUEVNG KAl TNG XPHONG EEWOWHATIKAG 0§uydvwaong
(ECMO). H gupeia xpron tng TPOYEVVNTIKAG ATTEIKOVIONG ATTAWG ETIITPETTEL TNV €YKALEN
EVTOTIION TOU TTPOPAAMATOC KAl TN UETAPOPA TNG UNTEPAC OE £EEIBIKEVPEVO KEVTPO
YlO TOV TOKETO. Ta VEOYVA TTOU €XOUV EMPBIWCEL UETA aTTO XElPOUPYIKA S16pBwon Sia-
PPAYHATOKAANG, TTapouctdalouv CNUAVTIKH aTTWTEPN VOoNPOTNTA KAl AANOTE AAAOU
BaBuol uroAelmopevoug puboug avamtuéng Kal xpelalovtal oTevr TapakoAoudnon

MéXPL TNV E@NBIKA nAIKia.

SYTTENEIZ KYXZTIKEX AYZMAAZIEX

OL 1110 CUXVEG OUYYEVEIG KUOTIKEG SUGTTAACIECG TOU TIVEUHOVIKOU TApeyXUATOG gival
N OUYYEVIAC KUOTIKN adevwpaTosldng duomhaacia, To MVeLUOVIKO amdAupa Kal ot vdl-
AUETEC LOPPEC TTOU OUXVA TTEPLEXOUV OTOolXEla Kal Twv SVo. Zmavidtepeg BAABEC eival
TO OUYYEVEC AoPwdeC eppLONUA, ol BPOYXOYEVEIC KUOTELC, Ol EVTEPOYEVEIC KUOTELC, N
atpnoia Twv BPoyxwv Kal n omaviotatn BPoyXomVEUOVIKY EKTOTIAAGIAL.

H apxIkn katdtaén Twv ouyyevwv KUGTIKWY SuoTAac1wv AdpBave urton To péyebog
TWV KUOTEWV. XTN OUVEXELD, JE BAON Ta OTOIXEID ATTIO TO TPOYEVVNTIKO UTTEPNXOYPA-
@NUO, KATATAXONKAV O LAKPOKUOTIKEG, MIKPOKUOTIKEG KAl CUMTTAYEIG Lop@EG. Emreidn
OUWCE N IOTOAOYIKH HOP® auTwV Twv BAaPwv Sev gival amoAuta SlakpLTr Kal cuxva
GUVUTTAPXOUV TTEPIOCOTEPEC ATTO PId opPEC OTOV B10 aoBevr), onpepa TIPOTIUATAL TTIO
TIEPLYPAPIKN KATATAEN AUTOL TToU BewpEiTal EUPUTEPO PACHA CUYYEVWV SIAUAPTIOV
TOU TIVEUMOVIKOU TTAPEYXUHATOC Kal EUPAVICETAL IE AVAPEPOEVN CUXVOTNTA IO OTOUG
10.000 €wg 35.000 TokeTOUG.®

H kuoTiki adevwpatoeldng Suomiaocia

To Moo0oT6 TNG MPoyevvNnTIKAG dtayvwong TG PAAPNG oto unepnxoypaenua B
emmédou gival TOAU uPnAod kat MAncidlel To 100%. Emitpémel TV éykaipn avixveuon
ACUUTNITWHATIKWY BAaPwv. Kakoi TpoyvwoTIKOi TapAyOVTEC OTO TIPOYEVVNTIKO UTTEPN-
Xoypdgnua gival n mapouacia USpwWMA KAl AUPOTEPOTAELPWY BAABwY, Kal umopei va
obnynoouv oe evdountpla mapéuBacn oe mocootd 10%.

H evéountpla mapéupaon pmopsi va meph\apBAavel amin mapoxETEUon AUVIAKOU
UYPOU I\ 0€ 0OPAPOTEPES TIEPITTTWOELG TOTTOBETNON BWPAKOAUVIAKAG TTaPOXETELONG. 222
1N S1dpKELa TNG KUNoNG Unmopei va mapatnpenBei eAdttwon tou peyéBouc tne BAAPNC,
OUWC N MANPENC UTTOoTPO®H Eival e€alpeTIKA omavia. Ot eueYEBEIC KUOTIKEC PAAEC
UTTopEi va yivouv AUECa CUPTITWHATIKEG META TOV TOKETO o€ MooooTo 10%. O toke-
TOC, Aotrdy, pémel va mpofAénetal og e€€1ISIKEVUEVO KEVTPO UE SuvaToTnTa APEONC
TadoXEIPOUPYIKAG TTapéupaond. MNa Ti¢ pkpoTepe PAAPRES XpeldleTal AeTTTOUEPNS
OTTEIKOVIOTIKH EKTIUNON TIC TTPWTEC 6-8 £BSOUASEC KAl TIPOYPAMMATIOHEVN XEIPOUPYIKN
e€aipeon otov 10 Xxpovo g (wng, pe Bwpakookomnon rf Bwpakotoun (Eikéva 4).24
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H AoPektoun €ival TpOTIUOTE-
PN TNG TUNHATEKTONG AGYW TNG
MIKPOTEPNG LETEYXELPNTIKAG VOON-
poTNTAC KAl TN mMBavdTtnTag, othv
MEPIMTWON TNG TUNMATEKTOUNG,
TIAPAUOVNG HIKPOOKOTIIKAG UTIO-
Aelppatikng BAABNG. Eav n BAARN
Eival AUQOTEPOTTAELUPN, 1| ETIEKTEI-
VETAL O€ TIEPIOCOTEPOUG ATTO Evav
oo, T0T¢, yiveTai mpoomaBela pe
TNV TUNPOTEKTOUNR, va StatnpnBei
000 To SuvaTdV TTEPIOCCOTEPOC UYL~
G TIVEUHOVIKOG LOTOG.

H xelpoupyikn agaipeon tng
BA&BNc empPBaNeTal amod Tov unap-
KTO Kivouvo kakorBouc e€ala-
YRG5

H mpdyvwon e€aptatal amd
TO HéyeBOC TOU UTTOAEITOEVOU
TIVEUHOVIKOU TAPEYXUMATOG Kal
givau e€alpeTikn 6tav n BAARNn
evtomniletal o€ éva Aof3o.

Mveupoviké améAvpa

H popon autri ducmiaciag
ATTOTENEITAL ATIO N AEITOUPYIKO
TIVEUUOVIKO TTAPEYXU A TO OTT0i0
OeV EMKOWWVEL JE TO YUTIONO-
YIKO Bpoyxiko 6évdpo Kal €xel,
oLVNRBWC, KEVTPIKO TPOPOPOPO
Qyyeio Tou TTIPOEPXETAL KATEU-
Beiav amd tnv aoptn (Eikéva
5). Alakpivetal otnv evdolofia
(evbomVELPOVIKE) HOP®N TTOU
Bpioketal péoa 0To PUCIONOYIKO
TIVEUHOVIKO TTAPEYXUMA KAl TOV

X.K. Zahakoc kat N. ZaBpag

EIKONA 4. KuoTikn adevwpatosidric Suomiacia
apLOTEPOU KATW Aof3ou.

EIKONA 5. [TveupovIKO amoAua e ayyeiwaon amo
NV uToS1aPPAYUATIKN Hoipa TNG A0PTAG.

mEPIOTAGXVIO UTTECWKATA KAl CUVOEETAL UE TIG TTVEUUOVIKEG PAEBEG, Kal TNV EWAOPILa
(e€wmvevpovikn) pop®r Tou Sev MePINAUBAVETAL OTO TIVEUUOVIKO TTAPEYXUMA KAl ETTL-
KOWVWVE( Y To cuoTNPa TNG Aluyou EAERaC.

Eivat Suvato va dwoel cupmtwpata vwpic, KaTd tnv VEOYVIKN mepiodo e umotpo-
mMACOVOEC AVATIVEUOTIKEG AOILWEEIC 1 KAl apyOTEPQ, 0TN BPePIKN NAIKIQ, A KON Kal
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Va TOPAPEIVEL TEAEIWG ACUUTTWHATIKA. H TTPOEYXELPNTIKY ATIEIKOVION TOU TPOPOPO-
pou ayyeiou gival cNUAVTIKH Yia Tov oXeSlaopd TNG EMEUPACNG KAl UMOPE( va Yivel pe
afoVIKN | HayvnTIKN ayyeloypagia.

H avtipetwmion givatl xelpoupylikn, gite pe BwpakoTtopn ite pe BwpakookomNon.
>tnv €€wAOBIa popery cuvnBwC gival EQIKTA N agaipeon pévo NG BAABNC, evw oTnv
evOoASBIa mpoTipdTal N AoBeKToun amd TNV TUNUOTEKTOUN YIaTi £XEl HIKPOTEPN E-
TEYXEIPNTIKN vOONPATNTA. ZTIC ACUUMTWHATIKEG HOPQEC E TTPOYEVVNTIKN Sldyvwaon n
agaipeon yivetal oto mpwto €to¢ {wric. EvaAhakTikr néBod0C avTIpeETWMIoONG gival n
UTTOOTPOPN HE KABETNPIAONOS Kal EUBOMCUO TOU TPOPOPOPOU ayyeiou.?2# H uéBodoc
auTn €VEXEL TOV KivOuvo TNG anmwTepng KakonBoug e§alhaync, Kupiwg Aoyw mbavrig
ouvumapéng otolxeiwv KUOTIKAG adevouatosldoug Suomiaciag, yia autd Sev TuyXAvel
gupeiac amodoync.

To mveupovikd amoAupa Kat n KUoTikn adevwpatoeldric Suomhacia pmopei va
ouvunidpxouv otnv idla popen KUoTIKAG SuomAaciag og Mocooto 20-30% yla autd
Bewpouvtal TTAéov SLAPOPETIKEC LOPPEC TOU iO10U PACHATOC KUGTIKWY SUCTIAAGTIKWY
BAapwv Tou MveLOVA UE KOLVH QVTILETWTTION Kal TTpdyvwon.

Tuyyevég AoBwdeg eppuonua

EkdnAwvetal KAVIKA, cuvARBwE AUECA UETA TOV TOKETO JIE AVATIVEUGTIKH SUOXEPELQ,
1 apyoTePQ, TEPi TOV 4-50 prva TnG {wng, e UNEPEKTITUEN EVOC N TTEPIOCWTEPWY AoPBwv
Tou Tvelpova, cuviBwc Tou de€lov dvw 1y péoou Aofou, o omoiog MéCEl TO UTTOAOITTO,
(PUGLOAOYIKO TIVEUHOVIKO TIAPEYXUHA Kal SNUIOUPYEL OTENEKTACIEG KAl TTAPEKTOTIION
Tou pecoBwpakiou.

H avtipetwmon eivat xeipoup-
YIKH L€ AOBEKTOMN TOU TTACXOVTOG
Aofou (Eikova 6). H Bwpakooko-
KA TpooTméAaon gival 1dlaitepa
Suoxepnc AOYw Tou peYAAoU GYKoU
TOU ePpuonuatikol Aofou kat bev
evdeikvutal.

H nmpdyvwon PETA Tn XElpoup-
yIkr} 816pBwon gival moAU KaAn,
otav n PAAPN gival meploptopévn

Bpoyxoyeveig KUOTEIG

EvtomiCovtal katd mpoTtiunon
010 PecoBwPAKIo 0€ TOCOOTO 75%
(Eikova 7). Z1o umdotmo 25% aveu-
piokovTal Héoa OTO TVEUUOVIKO
TAPEYXUMa Kal ekdnAwvovtal pe EIKONA 6. Zuyyevég Aowdeg eppuonua.
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QVATVEVLOTIKN Aoipwén, 1 pmopei
VOl TIOPAUEVOUV ACUUTITWHATI-
KEG Kal VO armoTeAéoOUV TuXaio
gupnua.

H avtipetwmon sivat xet-
POUPYIKN, Ue Bwpakookdmnon
N 1e Bwpakotoun,?**° cuvribwcg
otav SlayvwoTtouy, akéun Kal
otav gival ACUPTTTWUATIKEG. H
evOOTIAPEYXUMATIKE EVTOTIION
TIPEMEL VA avTIMeTWTTICETAL UE NO-
[BekToun, ol ANEG evTOTTIOEIG UE
am\n KuotekToun. H mpdyvwon
UETA TN XELPOUPYIKNA agaipeon
gival e€alpeTikn.

Evtepoyeveic KUOTEIG

MNpogpyovtal anod Tov oloo-
@ayo, uropei va Snuiouvpyricouv
TMECTIKA PAIVOUEVA OTNV TPA-
X€la 1} Toug BPoyxouc Kal eviote
MTTOPE( va €MKOIVWVOUV UE TO
TpaxeloBpoyxiko Sévdpo, Tov
TVELIOVA 1) TOV VWTIAIO CwARva
(VEUPOEVTEPIKEG KUOTELG). 2TA-
VIO UITOPEi va TIpokaAéoouv al-
pomtuon and €AKog Tou dnui-
OUpYEiTalL aTTO EKTOTTIO YAOTPLKO
BAevvoyovo péoca otnv KUOTN.
MepikEg evTepoOyeveiG KUOTEIG
MTTOpEi va emeKkTEivovVTal KATW
amno 1o S1d@payua Kal va ETIKOL-
VWVOoULV He To SwdekadAKTUAO 1)
™ vnotida.

Ot emmA\eyuéVeC, TTONUTIAOKEC

X.K. Zahakoc kat N. ZaBpag

Paratracheal

Subcarinal

Intrapulmonary

EIKONA 7. Yuvrifelg evtomioelg Bpoyxoyevwv Ku-
OTEWV.

EIKONA 8. O1c0@ayoypa@nua 0mou oKlaypageitat
n ékpuon tou delov otehexlaiou Bpdyxou amd To
KATW TPITNUOPLO TOU O100PAYyOoU.

MOPQEC EVTEPOYEVWV KUOTEWV Kal KUCTIKWV SITAACIACUWY XpeldlovTal AemToUEpn
TIPOEYXEIPNTIKN EKTINON Kal agaipeon, Ye Statripnon katd To Suvatov TG akepal-
oTNTAC Tou oloo@dyou. NNa TIC am\oVoTePEC PoPPEC N Ew-BAevvoyoviKn agaipeon

gival apketn.’!

I181aitepn, omavia pop@n EMKOIVWVIAG TOU TIEMTIKOU E TO AVATIVEUOTIKO CUCTNUA
amnote)ei n Bpoyyornveupovikr ektomAacia fy “otcopayikdc fpdyxoc” Kat' autriv oAdkAnpog
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0 MveLHOVAC ) éva PEPOC Tou ekpUEeTAL KT’ euBeiav amd Tov olco@Ayo. To TIVEUOVI-
KO TTapEyXupa Kal To Bpoyxiko §évOpo umopei va gival UOIONOYIKO 1| UTTOPEL va €XEL
N Hop®N TIVEVHOVIKOU amoAlpatoc. H Siayvwon yivetal pe Tou olcopayoypdenpua
(Eikova 8). EmimAéov ameilkovioTikn Slepelivnon ival amapaitntn yia Tov Tpocodloplouo
e ayyegiwong g BAAPNC. ‘Otav n aipdtwon Tou mapeyXUATOC gival GUGIONOYIKN gival
Suvatn n dlatripnon Tou Kat n avaotépwaor Tou Ue To urtdhotro Ppoyxikd dévdpo, ue
TTOAU KOAdQ amoTeAéoaTal.
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AnTWTEPEC EMMAOKEC OUYYEVOUC

SiappayuarokniAng
Kal TpAaxe100100QayIKoU cuplyyiou

lwavva Aoukov,'? Kwotag Aovpog*?

Mia ard TG ONUAVTIKES AUTIEC VEOYVIKAG Kal BPEPIKNG BvNOIOTNTAS KAl VOO POTNTAS
€ival Ol GUYYEVEIG AVWHIANIEG TOU QVATTIVEUCTIKOU CUCTHIATOG, TTOU AKOAOUBOUV O€ CUXVO-
NTa €KeiveC Tou Kapdlo-ayyelakol cuotripatoc.' Metafl autwy, onuavTikr 6éon kata-
AappBavouv n ouyyevig Sla@payuatokiAn (ZA) kat 1o Tpaxelo-olcopayikéd cupiyyto (TOZ),
TO OTI0i0 OTNV TMAEIOVOTNTA TWV TIEPIMTTWOEWY CUVUTIAPXEL E ATPNGIa TOU 0l0OPAYoU
(AO). ZT0 Keipevo TTou akoAouBei Ba yivel EKTEVIAC avapopd OTIC ATTWTEPEC ETMITAOKEC TWV
600 KATAOTACEWV TTIOU OPWG, OEV EIVAL TOOO HEAETNUEVEG OCO N APEST AVTILETWITION TOUG,

SYITENHXZ AIAOPATMATOKHAH

H eminmtwon tng ZA kupaivetal mepimou oti¢ 1:2.500 yevvioelc {WVTwV VEOYVWV.2
Mapd TI¢ TPoddouC TNV TTPOoYEVVNTIKN SLAyVWon KAl TN JETAYEVVNTIKY AVTILETWITION
¢ N BvntdéTNTa TNG vooou e€akoAouBei va mapapével uPnAn Kal Kupaivetal Petal
40-50%.%* H Bvntétnta e€aptdtal Kupiwc amo Tov Babud tng mpowpdTnTaC, T OLUVU-
mapén Kat AAAWV oUYYEVWY avwHOAIWY, KaBWE Kal Tn 6oapoTnTa TNG TTVEUUOVIKNG
uTToTAACiag Kal TNG TIVEVUOVIKAG UNEPTaonc.2>® Ot oIKiAeG BIBAOYPAPIKEG avago-
PEC OXETIKA PE TN BeATiwon TG emPBiwong Pe TN XPrioN VEWVY TEXVIKWY AVTILETWTTIONG,
Omw¢ N xprion e€éwowpatikig ofuydvwong dita peUBpdvng (extracorporeal membrane
oxygenation - ECMO) yia tnv emiteuén tng amatoueVNG TPO-€YXELPITIKAG 0TaBEPO-
moinoNG i TOU PET-YXEIPNTIKOU eAEYXOU,”® Ba TTpETeL va yivovTal SEKTECG e EMIPUAQ-

"Tunua Kvotikric lvwoncg, Noookoueio lNMaidwv «H Ayia Zoia»
2Dept. of Respiratory Medicine, Sheffield Children’s Hospital, Sheffield, UK
3 Nabiatpikry KAivikrj Mavemotnuiov ABnvwv, M.1N. «ATTIKGV»

AMnoypagia: Kwotag AoUpog: costasdouros@gmail.com
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&n, 6edopévou 6TL ol droleg Slaopég xouv mapatnenOei Oa umopovoav evOeXoué-
VWG va gppnveuBolv pe tnv umapén cuotnuatikol AdBouc (bias) katd tnv emAoyn
TWV TIEPIOTATIKWV.®

Qo1600, av TeNIKA amodelyOei 6TL n XPron TwWV VEWV TEXVIKWV auéavel Tnv empPi-
won, Ba MPEMEL va aVAPEVETAL TTWE PEYAAUTEPOC AplBUOC cofapd mpooBeBAnuévwy
nadiwv Ba pmopei va empBlwvel, aAd pe coBapotepou BaBpov MVEVPOVIKE UTTOTIAG-
oia kal TIVEUHOVIKN UTépTach. Kat’ autov Tov TpOTTo, To ToGooTO TwV TTAISIWV IE 0O-
Bapn pakpoxpovia voonpdTnta avapévetal va avénBei onuavtikd."

H enintwon dMwv cuvodwv cuyyevwv avwuoAwy avépxetal oto 33-50%.101213
O1 coBapoTepeg amd AuTEC, aPopoLlV O AVWPOAIEC TOU KapSlo-ayyEIOKOU CUOTHA-
TOG, ATPNGIEC TOU EVTEPOU KAl XPWHOOWHIKESG AVWUOAIESG, EVW CUXVA AAVTWVTAL KAl
AM\EC MiyOTEPO OORapPEC OTWC gival N PEKENEIOC amOPUON KAl Ol aVWUAAie¢ amd 1o
OUPOYEVVNTIKO.

Noonpdtnta anod 1o avanveuoTIKO cUOTNHA

‘Eva and 1a KUpla xapaKTNPLoTIKA TNG ZA €ival n mveupovik unomAacia pe aAhayn
NG OPXITEKTOVIKAC TWV TIVEUUOVWY, TTOU ouvioTaTal 0 EAATTWHEVO aplOUo Bpdyxwv
Kal KUPeNidwy, KaBwg Kal o€ SOUIKEG AVWUAAIEG TOU TTVEUOVIKOU ayyelakoU OIKTU-
ou. O ap1Buog Twv Bpdyxwv eival ENATTWHEVOS KUpiwG opdmAgupa TNG PAAPBNG Kat
O€ PIKPOTEPO BaBuod otov etepdmAeupo mvelova'* > kal dev mapouaoidlel avénon
ME TNV NAKia kaBoTI, 6w €ival YvwoTd, 0 TOAATTAACIAGUOC TOUG OAOKANPWVETAL
Kata tnv 16" eBdoudda tng euPpuikic (wnc.'*'Ocov agopd oTiC KUYPENSEG, emépyeTal
unTePSIATACHN TOUC, WC AVTIPPOTIICTIKNA TTPOCTIABEId TTAIPWONG TOU NUIBWPAKIoU PeETA
v emdiépbwon NS PAAPNC (Eikdva 1), mapdAAnAa dpwg, Ke TNV mdpodo Tou Xpovou
mapatnpeital kat avénon Tou aptBpov Touc. 41

Mépa amo TIc SOUIKEC aVWUANIEC TWV TIVEUUOVWVY Kal N idla n BgpameuTikn po-
omdBela pmopei va cUPPBANEL oTnV TTIVEUUOVIKN voonpdtnTa. H maAaidtepa e@ap-
polouevn BepamEeVTIK OTPATNYIKN TOU UTIEPAEPIOMOU, oTnpi{dtav otn AOYIKN TNG
ENATTWONG TWV TIVEUUOVIKWY AVTIOTACEWVY KAl TNV avaoTpo®r TNG PO TOU ailatog
péow Tou PottdAelou Opou. Onwe amodeixOnke dUwC, ol UPNAEG TIIECELG TTOU arTal-
TouvTav 0dNyoucav G TPAUMATIOUO TOU TIVEUHIOVIKOU TTAPEYXUATOG KAl TIVEULOVIKO
oidnua.” Etol, Ta TeAeuTaia XpOvia N TAKTIKN auTr €XEl EYKATANEIPOEL Kal €XEL AVTIKA-
TAoTAOEL Ao TNV TEXVIKN TNG EMTPEMOUEVNG UTTEPKATIVIAG (permissive hypercapnia)
TTOU EMTPEMEL UPNASTEPEC OUYKEVTPWOELC CO, TTPOKEIEVOU Va amogeuxOei To Bapo-
TPauua. MapodAo Tou N TAKTIKA autr) cuvdéeTal pe uPnAdTEPA MocooTd emiBiwong,'®'®
10 Bapodtpavpa e€akolouBei va mapapiével oNUAVTIKOG TApAyovTag TTAPEYXUMATIKAG
BAaPng, mou Ba pmopouoe BewpnTikd va amo@evyOei pe Tn Xprion eWoWUATIKAG 0&u-
yévwong dia pepPBpdvng (Extracorporeal Membrane Oxygenation - ECMO).? Qotdoo,
n a&ia tng ECMO Sev €xel amoTunwOei akduUN o€ PAKPOXPOVIEG TIPOOTITIKEG UEAETEC.

SUPMTWHATA OTIWE 0 BrXaAg 1 ol UTTOTPOTIACOUGCEC AOIUWEELG TOU KATWTEPOU ava-
TIVEUOTIKOU éxouv ava@epBei 0to 25-50% twv madiwy, 1dlaitepa katd tn Sidpkela
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EIKONA 1. Aktivoypagia Bwpaka o€ Bpé@og nAkiag 6 unvwv e XelpoupynBeica ZA. Eival
gU@avic n Slavyaon Tou aploTePoU KATW MVEVUOVIKOU TTESIOU W¢ amoTENECUA TNG AVTIP-
POTIIOTIKAG UTTEPSIATACNC TWV KUYPENISWV.

TOU TTPWTOU XPpOvou tn¢ {wn¢ Touc.22* QoTOC0, UMAPXOULV Kal KATIOIEG AANEG UENETEC
TTOU ap@IoBnTouV TV adia autwv Twv eupnuATwyY vrootnpifovtag Mw¢ ol acbeveic
Me ouyyevh dlagpaypatokiAn ouolaoTikd, 6 Slapépouv amd Ta GuotoAoyIKA matdld
otnVv ekOAWaoN cCUUNTWPATOAOYIAC MO TO AVATIVEVOTIKO.24% [Tapd Tn YevikoTeEPN ali-
oOnon mavtwe, mw¢ ta madid petd ta 2 mpwtd xpovia tne (wng dev avtipetwmi{ouv
OUCIAOTIKA TIPOPAAATA,? Sev UTTAPXEL EMAPKAG TEKUNPIWoN Adyw Tou pIKpoU aplb-
MoU Twv acBevwv mou mepAapBAaveTal oTiC S1AopEeC HeNETEC. 28

2 € OTIPOMETPIKA dedopéva acBevwy e ZA, LETA amd GUYKPLON HE PUOCIOAOYIKOUC
MAPTUPEC, €xEl TapatnENnBel elkOVA ATTOPPAKTIKAG KUPIWE TTVEUIOVIKAG VOCGOU. YU-
YKEKPIUEVQ, TO 1/3 Tepimou Twv madlwv Pe ZA BpEOnKe va éxel ENATTWHEVES TIG TIHEC
Twv FEV, kat FVC.#3' AiCel va onuelwdei, mwg av kat o FEV, BeAtiwvotav pe Tn Xxprnon
BpoyxodiactaAtikwv oto 50% mepimou Twv acBevwy, e€akoloubouoe va mapapével
XOUNAGTEPOC aTd OTI GTOUC PUOCIOAOYIKOUG HAPTUPEC.3®3! EmmAéov, undpyouv evoei-
&elg mepIPePIkOTEPNG aTTOPPAENG O0TOUC aoBeveic, mMBavoTata Aoyw SOUIKWY aAa-
YWV 0TN doun Twv anwTtepwy agpaywywy,*® evw Bewpeital mwg TPEMEL va UTTAPXEL Kal
Babuoéc epuorpatog, agol o Aoyog RV/TLC (S&lkTng KATOKPATOUHEVOU aépa HETA
amo MARPEN ekmvor) epgavifetal uPnAOTEPOC Tou avapevopevou. Exel umootnpixOei
WG O EAATTWEVOC TIVEUHOVIKOG 1I0TOC Kal N €makoAoudn Sidtaon Twv KUPeAidwy
pmopei va odnyrcouv o€ MpwIKn SUVAUIKE CUMTTIESN TWV agpaywywy, Ow¢ cuppai-
VEL UE TOUC NAIKIWHEVOUC EPPUONPATIKOUC aoBeveic.? QoT1doo, ANNoL EpeuvNTEG LTTO-
otnpiouv wg o PNAOG Adyog RV/TLC oxetiletal pe TNV mapapdpewaon Tou Bwpaki-
KoU TOIXWHATOG TTOU GUXVA Tapatnpeital ota madid pe XA
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Noonpdtnta amod 1o kapdlo-ayyelako cuoTnHa

EKTOC ammo TIC SO UIKEC AVWPANIEC TWV KUPENO WV KAl TWV AEPAYWYWY, OTA Bpépn Ue
2 A cuVUTTAPXOULV AVWHAAIEG KAl OTO AyYELAKS TIVEUUOVIKO Siktuo. Omwc éxel SeixBei,
N QUOCIOAOYIKN] TTPOOSEUTIKA EAATTWON TOU TTAXOUC TWV TIVEULOVIKWY apTNPLWY TTOU
napatnpeital ota éuPpua 660 MANolaloupe oTovV TOKETO, dev cupPaivel OTOUG TTVEL-
poveg TTou TTacouv amd XA.333° e moBoAoyoavaTOUIKEG HENETEG £Xel Ppedel ehaTTw-
Mévoc aplBUoC TVEUOVIKWVY apTNPLWV avd povada TVEUOVIKOU GyKou KaBw¢ Kal auv-
&non Tou TIAXoUC TOU TOIXWHATOC TWV apTNPIWV.3338 O1 anmwTEPEC CUVETIEIEC WOTOOO
TWV TIVEUHOVIKWVY AYYEIOKWY AVWHAAWY TTAPAUEVOUY, O peydho Babud, dyvwotec.®
STIC TTPWTEC 3 €fSoAadeC TNS {wNC, N TTVEVRIOVIKA UTTépTtacn amokabiotatal autéuata
OTOUG UIooUG Tepimou aoBeveic xwpic va amartnBei n xprion ECMO.* ‘Ocov agopd
OTOV APIOUO TWV PEAETWV TTOU TIEPLYPAPOULV TNV TTOPEIA TNE TIVEUOVIKIG UTIEPTACNG
META TN VEOYVIKN NALKIa, ival TTOAD pikpdc. Ot locono kal ouv S1éyvwaoav TIVEUROVIKN
unéptaon Katd tnv ¢€odo amnod tn MEN o€ 7 and ta 40 maidid mou gixav voonAeuBei pe
>A# 'Eva amd autd katéAnée, evw ota umodotra 6 maidid mou emiBiwoav, ol TVEVIOVI-
KEC TTIEDEIC, KATA HECO OPO, amokaTaoTadnkav otnv nAIkia Twv 400 nUEPWV TTEPITOU.
O Schwartz kat ouv Bprikav mw¢ 8 amd Toug 21 aoBeveic TG opAdAg UENETNG TOUC UE
A, nAikiag 3,2 + 1,4 eTwv, MAnpoUcav Ta KPITAPLA TNE TTVEVHOVIKAG UTTEPTAONC, OTTWE
n 6e€1a petatomon tou afova kat n Se€1d kolAlakn uepTpo@ia. AT autoug, HOvo 2
gppaviav ATTIo amoKoPECUO KATA TN StdpKela TNG AoKNoNG, Evw évag AAoG émaoye
amé cofapou Babuol VEVUOVIKN UTTEPTAON Yia TNV omoia anmaitifnke TEAIKA peTa-
pooxeuon Vel ova.*?

ZXETIKA TTPpOCPaTa avagépOnke oxedOv QuUOIONOYIKH KapSIOAVATIVEUCTIKN AEl-
Toupyia og emPuwoavteg acBeveic pe ZA nAikiag 10-16 eTwv oToug omoioug dev Siar-
OTWONKE TIVEUUOVIKH UTTEPTACT KATA TNV Aoknon.** Ew¢ Twpa UTTAPXEL LOVO pia HENE-
TN oV €PELVA TIC SUVNTIKEC OUVETIEIEC OTOUC evnAikouc. H IkavotnTta doknong Kal n
avtaA\ayr Twv agpiwv RTav GUOIOAOYIKN Kal 6Tou¢ 12 TTou e€€TacOnKav, ElpnUa TTOU
UTTOSNAWVEL PUCIONOYIKEC TIVEUHOVIKEG AYYELOKEG AVTIOTACEIC.*

Mavtwc, mpémel va onUelwOE(, Twg av Kat n mveupovikA uméptacn adlapgiofBntnta
amotelel mpOPANUa oTn A, OAEC Ol TAPATIAVW UEAETEC TEPINAPPBAVOUV PIKPOUC Kal
ETEPOYEVEIC, W TTPOC TN BapltnTa TNG vOoou, MANBucoUC, WOTe va uny gival duvatn
n €€aywyr OpLOTIKWY CUUTTEPACHUATWV.

Noonpdtnta and 1o yaoTEPVIEPIKO GUCTNHA

H yaotpo-oicopayik maiivépounon (FTOM) mapapével pia amod Ti¢ TTAEOV KOIVES
ouvémeleg TNG ZA. Q¢ umevBuvol pnxaviopoi Bewpolvtal N avénuévn evOoKoIAAKA
miieon MOV TTPOKUTITEL ATIO TNV EMAVATOTTONETNON TWV GTIAAXVWY TNV KOIAIA KaBWw¢
Kal N avwUaAn avatopia Tng YaoTpo-0looyayIKARS oUPBOANRC.** H emintwon tng FOMN
Kupaivetal amd 20% £wc 70%, avaloya Pe Ta KpITApld Twv Sla@opwy MENETWV.204849
Ot KAWVIKEG EKONAWOELG UmopEl va TolkiAouv Kal mepAapBAvouy avaywyEg, EUETOUC,
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uniotpomdlovta enelcodia Bpadukapdiag kat amvolag, Kakr OpéPn Kal umoTPoTI-
alouoeg mveupovieg. NMaviwg, moAd madid MapAPEVOUV ACUUTTTWHATIKA Tapd Thv
Umapén FOMN.>° Evdiagépov mapouaotalel n peAétn twv Fasching kat ouy, 6mou katd
TNV TAKTIKA TapakoAouBnon 25 maibiwv pe XA, yia pia mepiodo mou kupawvétav and
1 éwg 17 xpovia, cuumtwpata FOMN epgpavifav povo ta 5 and autd. Qotéoo, e Tov
ouvduaouo pH-pETPIOG KAl ATTEIKOVIOTIKOU EAEYXOU TOU OVWTEPOU YOOTPEVTEPIKOU
owAnva, dlamotwOnke mw¢ ta 8 and ta 20 acuuntwpatikd madid émacyav ano OfM,
evw avtiBeta n MOM empPeaiwdnke povo ota 2 and Ta 5 CUUMTWHATIKA.®

Ta dedopéva mou agopouv otnv umapén MOM otoug evnAikoug sivat ehdyiota. Ot
Vanamo kat ouv g€étacav 60 evnAikoug pe SlopBwuévn ZA, nAikiag 14-49 stwv. Ot
38 amd autol¢ avépepav cupuntwpata cupfatd pe FOM, otnv evéooKoOTNoN OPWE
empPBePaiwdnke n mapén olco@ayitidag Hovo atoug 22 (54%) amnod autouc. OL epeuvn-
TG BewPOoUV WG TIEPIOOOTEPO AVNOUXNTIKO TO YEYOVOC TIWG Ol 4 gixav ndn avamtugel
aA\olwoelg oloo@dyou Barrett.”

ANEC EMIMAOKEC

Kovo xapaktnplotiko twv madiwv pe dtopbwuévn ZA eival n avermapkrig avénon.
Kamotol ouyypageic avapépouv mwg 1o 20-30% Twv acBevwv TApapévouy, we pog
10 Bdpoc, Katw amod TNV 5" ekatooTiaia Béon, mapd tn Peitiotomoinon Tng Bepuidi-
K¢ KAALYNG,>>>3 vy aAhol Slamotwvouy nwe mpoBAruata dlatpo@nc Kat avénong
TTAPATNPOVVTAL TIEPITTOU OTOUG UIoOUG Ao Toug aoBeveic.>* To @alvopevo aivetal
WG €ival oUVOETO Kal TPOKUTITEL ATTO TO UPNAS KATABOAIKO OTPEC KATA TN VEOYVIKN
nepiodo, TNV MOAU GUXVA TTapATNPOUUEVN dpvnon yia Ajqyn tpoen¢, Tn FOM kal Tig
auénuévec BepUIOIKEG AVAYKEG TTOU TIPOKUTITOUV ATTO TNV VEUHOVIKA voonpotnta.> >3

Ta veoyvd pe ZA éxouv avénuévo kivduvo umoéatpiag, Aéyw tou cuvduaouol
TIVEUHIOVIKIAG UTTOTTAOGIOG KAl TIVEUUOVIKAG Uméptaonc. H mapatetapévn vmo&aiia
MITOPEi va €XEL GNUAVTIKEG APVNTIKEG CUVETTELEG OTN VEUPOAOYIKI TOUG avATTTuén Adyw
TWV IOXAIUKWY BAABwY TOU EYKEPANOU TIOU UTTOPEL VA EMIQEPEL>*>>

MapapopPpwoelg Tou BwPaKIKOU TOIXWHATOC Eival EPpaveic oTo 16-48% Twv mal-
Slwv, Pe TNV MAELdGTNTA va ep@avifel okagoeldn Bwpaka.>+48 Q¢ artia Bswpeital n
Slatapayn TG oTevrig oxéong METAED TN AVATTTUENC TWV TIVEUOVWY, TOU Slappayua-
TOG Kat Tou Bwpakikol kKAwPou. EmmAéov, mia okoliwon €xel avapepBOei oto 5-10%
Twv aoBevwv pe ZA. Exel StatunwBei n dmoyn mw¢ acBeveic pe StopBwpévn ZA Kkal
TTAPAUOPPWOELG TOU Bwpaka /KAl oKoNwon gu@avifouv cuxvoTepa eAATTWHEVN
TIVEUMOVIKN A€1IToupyia.?®57 Tevikd TTAVTWCE, Ol MUOOKEAETIKEC AVWOAIEC Eival ATTIEG,
XWPIC BepameuTIKEG OLUVETTELEC I} AAAN emidpacn otnv kaBnueptvr (wi.

ATPHZIA OIZOOQATOY KAI TPAXEIO-OIZOQATITKO XYPITTIO

H AO kat 1o TOX eival ouyyeveic avwualieg mou xapaktnpifovtal amd Ty avatopl-
Kr} S10KOTIN) TNG GUVEXELOC TOU OLOOPAYIKOU CWARVA Kal TNV TAB0AOYIKH ETTIKOWVWVIA
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NG Tpaxeiag pue Tov olcoPdAyo und popPr cuplyyiou, avtiotolya. 2to 88% mepimou
Twv epImTwoewv n AO cuvodevetal and TOZ, 6to 8% n maBoAoyIkn emikolvwvia gv
vpioTatal, evw oTo urtdAotrmo 4% undpxel Povo To oupiyylo Xwpi¢ Tnv mapén mpay-
MaTIKNAG atpnoiag.>* Ta Siagopa €idn tng ouyyevoug AO/TOZ éxouv ta&lvounOei og 5
TUmnoug amnd Toug Gross Kal Vogt.t'¢2

H emintwon tng AO eival oxetikd otabepry otoug Siapopoug MANBUGHOUC Kal
avépyetal mepimou 1/2.500 — 4.500 yevviOELC, 0TNV TIAEIOVOTNTA OE TWV TTEPITTTWOEWV
oupBaivel wg ommopadikd @avopevo.>*C [dlaitepn KAIVIKY onuacia €xel n TOAD cuxvn
ouvumapén (>50%) kal AAAWY CUYYEVWV avWHAAIWY TTOU UITopEi va gival kaBoploTi-
K¢ onpaociag yla tn Beparmeia kat Tnv €KBaon TnG vooou.5354 O1 cuyyeveic avwpalieg
Sev mapatnpouvtal pe tny idla ouxvoTtnta og OAEC TNG HopPEC TNG AO/TOZ. Etol, o€
aoBevei¢ pe AO xwpi¢ TOZ n €MIMTWON TOUG AVEPXETAL OE 65%, EVW O€ TIEPITTWOELC
pepovwpévou TOX xwpic AO mapatnpouvTal OXeTIKA omravia. Ot KapSIOKEC CUYYEVEIC
AVWUOAIEC aTTOTEAOUV TO HEYAAUTEPO TTOCOOTO TWV CUVOSWV AVWHAAWY KAl UTTOPE(
padi pe Tnv AO/TOZ va gival pépog tng ouoxétiong VACTERL (vertebral, anal, cardiac,
tracheoesophageal, renal, limb) i omavidtepa TnG cuoxétiong CHARGE (coloboma,
heart anomalies, atresia choanae, retardation, genital, ear).>2606465

H mpd060¢ 0TI XEIPOUPYIKEG TEXVIKEC Kal TNV avaloBnoia kabwc kat n umapén po-
vadwv evtaTiKAG VoonAeiag €xel oUCLAOTIKA UNOEVioel TN BvNTOTNTA UETA TNV EMEW-
Baon, akoun kat yla veoyvd pe peydho Xaopa petady twv duo koAoBwudtwy. Autd
TTOU KUPIWG Twpa amaoXoAel, gival n voonpdtnta Kat Yevikdtepa n mototnta {wng
META TN XELPOUPYIKN amokataoTtaon g PAAPBNG.

Noonpdtnta anod To avanveuoTiKO cUoTNHA

H tpaxetopaidakuvon (Eikova 2) eival 6tabepo6 elpnua otnv MAEIOVOTNTA TWV TTal-
Slwv pe AO,>95%66 qy Kal ava@EPETAL TTWG Eival KAIVIKA ONUAVTIK Povo oTo 10-20% Twv
aoBevwv.?” Mavtwe, eppavietal Atyotepo ouxvd (17%) os aoBeveic e PeEPOVWHEVN
AO xwpic TOZ.%® H cofapn tpaxelopaldkuven pmopei va cuvodeuetal and cofapd
eneloddia kuavwong (blue spells) Ta omoia cuvABw¢ avtipeTwmiCovTal XEIPOUPYLKA e
aoptomnnéia, Katd TNV omoia N aviouod aoPTr Kal TO AopTIKO T0€o KaBnAwvovTtal 6To
otioB10 TUa Tou oTéPvou. Me Tov TPOTIO auTd dokeital EAEn oTo MPOobio KATwW Toi-
XWHa TG Tpaxeiag, mou Ppioketal mPOoKOANUEVO GTO OTTOOI0 ToIXWHA TNG A0PTNS
Kat av€dvetal n SIAUETPOC TOU TPAXEIAKOU AUAOU.® EMIIMAEOV, O€ APKETEC TIEPITTTWOELS
Ta TEAeUTaia Xpovia, éxel emixelpnBei n TomoBétnon evbompoBécewy (stents) pe au@t-
Aeyopeva amoteAéopata. Av Kal n eméupacn autn Kad' eauTnyv gival GXETIKA amAn, T&i-
VEL VA EYKATOAEIPTE AOYW TwV TTOAU 0oBapwV EMIITAOKWY TTOU UIMopolV va cupfouv
Katd TNV agaipeon tng evbompdBeonc.”®

JTOUG TTIEPLOOOTEPOUC a0BEeVEiC Ol EKONAWOELG TN TPAXEIOHANAKUVONG TTEPLOPilo-
VTAL OTOV XOPAKTNPIOTIKO HETAAIKS/UAAKWSEN Brixa mou umopei va sivat Tapopolog
ME auTtov TNG Aapuyyitidag kat cuvnBw empével akoun Kat otnv evijhiko {wr.”' Ot
acBeveic pe coPapn Tpaxelopardkuvon Umopel emmAéov va gugavifouv otypod (-
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EIKONA 2. Bpoyxookoriky glkéva tpaxeiag og maidi pe tpaxelopaldkuvon wg ouvénela AO/
TOZ. To evtUnwpa Tou kohoPwpatog Tou TOX gival eppavég oTo omiaBlo Toixwua TNG TPaAxeiag

OTIVEUOTIKO 1| EKTTVEUOTIKO), SUOTIVOLA KATA TN OiTIoN 1] CUPLYUO (EKTTVEUCTIKO) KATA
™ S1dpkela AopWEEWY Tou avamveuoTikoU. H JaAAKuvon €XEl WG CGUVETTEIQ TNV Ka-
TaKpATNoN eKKpioewv Adyw SuoAeIToupyiag TOU pNXavioUou KABapong Kat Tou N
amoteAeopatikoU Prixa. Autd umopei va odnynoel Ge PETATTAGIA TOU TPAXEIAKOU
emONAiov pe eAdTTWON TOU APIBUOU TWV KPOOoOowy, Xpovia evdofpoyxikn Aoipwén,
atelektaoia, fpoyxektacia i/kat unmotpPomAalouoEeg TVEVIOVIEG.®

S pehétn mou O1e€nxOn o€ Ppépn Katd Tn SlAPKEIA TOU TTIPWTOU £TOUC ATIO TN
XElpoupyik S16pBwaon tng PAGRNC, Ol TVEUUOVIKEC AEITOUPYIKEG SOKIUATIEG ATaV O
peyalo Babuod maboloyikég, deixvovtag avénon Tng avtioTaong Twv aEPAYWYWY OTO
38% kai mayidevon aépa oto 19%.7? X& oelpd ANWV PEAETWY O€ peyalUTePa TadIa
Kal pnfoug @Aavnke Twe ol Héoeg TIMEC Twv FEV, kat FVC fitav 1} ehattwpévec’# n
EVTOC TWV QUOIOAOYIKWV opiwv.”>’® Mpdaogarta, ol Malstrom kat cuv”’ ébelav mw¢ oe
31 aoBevei¢ mou peAéTnoav Slaxpovikd, umopoUlaoe va yivel Sidkpion, pe fdon ta omi-
POMETPIKA EVprATa, O€ 3 TIEPITTOV ooV peyEBOUC opadec, SnAadn autolg He Kupiwg
ATTOPEAKTIKOU TUTTIOU €UPHHATA, QUTOUG HE KUPIWG TTEPIOPIOTIKOU TUTTIOU EUprUaTa
Kal auTtoUG TToU EPPAVI{aV QUGCLONOYIKEG TIHEG. ZTNV (Bla HeNETN, N auénuévn BpoyXIiKkn
amavtnTkéTNTa BPEBnkKe va cuoxeTi(eTal e TA CUUMTWHATA ATTO TO AVATIVEUOTIKO
XWPIC 0w autd ta matdld va eppavifouv auénpéveg CUYKEVTPWOELG EKTTVEOUEVOU
povoéeidlou Tou alwTou, evw Kal ot Bloieg fpoyxikou BAevvoyovou Sev rTav cupfa-
TEG P AoBpa. XTn peyoAUTepn MAVTWG OEIPA AoBEVWV TTOU €XEl HEAETNOET Ewg oNpEPA
kat mepteNdpPave 155 aoBeveic, ek Twv omoiwv o1 74 ATav eVvAAIKEG, Ta amoTeAéouata
ATav kaBuonxaoTikd Pe pévo 1o 10% twv acBevwy va epgpavilel evOei€elg onUavVTIKAG
Slatapaynic TNG MVEUMOVIKNAG AelToupyiag.’
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Alatapay£g amo To YAOTPEVTIEPIKO oUOTHHA

JTIC AUECEC EMITAOKEG ATTO TO YAOTPEVIEPIKO cLOTNUA TEpINapBavovtal n Sia-
Quyn amno tnv avaotépwon (anastomotic leak) kal n onyaipia, mouv cuvABwC avTipe-
TwrmiCovTal ouvTNPENTIKA Kal avtavakAouv tn SUoKOAIa Kal TV TOAUTTAOKOTNTA TNG
S10pBWTIKAG XELPOUPYIKAG EMEUPBAONC. ANEG, amwTEPES EMTTAOKEG, ival ol SUOKOAIEG
S1aTPOPIC, N UTTOTPOTIF} TOU GUPLYYIOU, Ol OTEVWOELC TOU oloo®dyou kal n [Ol, ol cu-
VETTELEC TWV OTTOIWV PITOPE( va eKTEiVovTal €W Kal TNV eVAAIKO {wr}.>9%°

Ot 8uckolieg otn Slatpo@n gival TOAU GUXVO EUPNUA Kal UITOPEi va 0dnyrioouv o€
avemapkn meocAnyn Bdpouc. ZxetiCovtal pe tn Slatapaxn TNG OUAANAGS KIVNTIKOTNTAS
TOU Ol00O@PAYOU KAl TOV KAKO CUVTOVIOUO TNE Katdmoonc.5°

H enintwon tng unotpomnng tou TOZ avépyetal 6To 5-14%7%° kat cupPaivel ouvn-
Bwc péoa otoug MPwToUG 18 prveg amd tnv eméufaon. Ta mooootd autd evdéxetal va
gival xaunA\otepa, Sedopévou OTI avapEépovTtal O HEAETEC TTOU TIpAYATOTTOIRONKAV
TEPLOOOTEPO amd 20 xpdvia TPV, KAl EKTOTE, Ol XEIPOUPYIKEG TEXVIKEG EXOUV BEATI-
wOei onuavtikd. H urotponn tou TOX eival mBavotepn av Ta SUo kKohoPfwuata Tou
0100@AyoU améXouv TTOAU HETAED TOUG 1 €0V OTO CUPIYYLO EiXe Yivel pévo amolivwon
Xwpic ektoun.”?#" H kAvikr umoyia tng umotpomnng tou TOZ tiBetal and Tig unotpor-
AlouoEeC MOIPWEELC TOU KATWTEPOU AVATIVEUCTIKOU, VW 1 0PIoTIKA S1AyvWwon TEKUN-
PIWVETAL EITE HIE TO OLOOPAYOYPAPNHA, TO OTTOI0 OUWG EXEL XAPNAR evalaOnaoia, i Ye
NV Bpoyxookdmnon. Ztnv TeEAeUTaia auth mepimTwon, Yumopei va tomoBetnBbei évag
KaBeTpAC Héoa OTO CUPIYYIO, UE TO AKPO TOU Va Eival opaTtd ard ToV 0lGoPAyo, £TOL
woTe va dleukouvBei n SlopBwTikn eméuPaon.

O1 oTevwoElg Tou oloopAayou Tmapatnpolvtal oto 6-40% Twv mepimtwoswv AO/
TOZX.®2 Eival ouxvoTepeC 0Tav €xel eméNBel Siapuyry amd TNV avaoTopwaor, 6Tav GUVU-
nidpxet FOMN kat 6Tav To AVACTOUWTIKO XAoHa Eival peydlo.®3# H avTIHETWTIoN TOoUg
mepAapPBavel oelpd S1acToAwv KABWE Kal avTipeTwmion tng FONn.s

Meplocdtepa amod Ta piod Bpéen pe AO/TOX avapévetal va mdoxouv anéd MOMN.&2Ta
MLod armd autd 6a avTIPeTWTIoO0 UV EMTUXWCE LE PAPHAKEUTIKA AywYr, VW Y1a TA UTTO-
Aoima Ba amaitnBei xelpoupyikn avtipeTwmon pe Bohomhaotikn (fundoplication).8>
H FON @aivetal va opeiletal og evdoyevr dlatapayn Tng KIVNTIKOTNTAS TOU 0100¢da-
YOU KaBw¢ Kal 0TO TTOAU UIKPO KOG TOU eVOOKOIAIOKOU TUAATOC TOU 0PYAVOU AOYW
NG Taong mou dnuioupyeital and tnv avactéopwon. H FOM, ektd¢ amo TIC OTEVWOEL,
pmopel va odnyi o€l o€ EIGPOPOELS, TIVEUHOVIEG, KaBWE Kal urepavTidpaoTIkdTNTA
n/kat xpovia evdofpoyxikn Aoipwén. Emmiéov, eubuvetal yia eneloodia amvolag Kal
Kuavwaong ota Bpéen, kabwc kat avermrapkn mpdoinyn Bapouc.t+7

SUUITEPACUATIKA, N AVTILETWTIION TO00 TNG ZA 600 Kal TG AO/TOX Sev TeEAelwVEL
HETA TN XElpoupytkn 816pBwon. Ot anwtepeg eMMAOKEG TTOU cuvodevouv TIG SUO Ka-
TAOTACELC ival TTOAEG Kal ONUAVTIKEG, apopouv O TTAPATIAVW TOU EVOG CUCTAHUATA
£TO1 WOTE VA ATIAITEITAL CUCTNUATIKA TTAPAKoAoUONoN Twv AWy amod eEeISIKEVE-
veg S1-eMOTNHOVIKEG oudadeg (multi-disciplinary clinics). H mpooéyylon autr 8a pmo-
poUoE va CUPPBANEL peTall AAWY, KAl 0TN CUCTNUATIKN ATTOTUTIWOT TNG GUANOYIKAC
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EUMEIPIOG £TOL WOTE VA UMTOPECOUV va amavTnBouV KAmola and ta PEXPL OTIYURG ava-
mAvINTa EPWTANATA.
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Lung transplantation in children

Paul Aurora

Lung transplantation has now been available as a therapeutic option for children
with end stage lung disease for 40 years. Post-transplant outcomes were initially
poorer than expected, and are still poorer than for other solid organ transplants, with a
median post-transplant survival of around 5 years." Choice between lung or heart-lung
transplantation was dependent on surgical and logistical considerations, with some
surgeons believing that the latter procedure results in fewer post-operative problems
in younger children. However, long-term results for the two procedures are very similar,
and heart-lung transplantation is now only performed in children with both pulmonary
and cardiac disease. Living donor bilateral lobar transplantation was first described in
1994, and involves the removal of a left and right lower lobe from two volunteer donors
and sequential transplant into the recipient. This technique overcomes problems of
donor shortage. However there are difficult ethical issues involved, as the procedure is
not without risk to the donors, and true informed consent in such emotionally charged
situations may be difficult to establish. This procedure is now rarely performed.’

REFERRAL, TIMING AND DONOR-RECIPIENT MATCHING

The relatively poor post-transplant outcome is related to the susceptibility of the
transplanted lung to graft rejection, with the majority of the early deaths related to acute
rejection or to overwhelming infection as the patient is heavily immunosuppressed.
Those patients who survive the early post-transplant period are still at high risk of
developing bronchiolitis obliterans syndrome (BOS). This condition is incompletely
understood, and although it may be a form of chronic lung rejection, it is also related to
episodes of acute rejection and lower respiratory infection in the early post-transplant
period. Once developed, it is irreversible, and is the major contributor to morbidity
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and mortality in patients surviving the first 3 months. Up to 50% of early survivors will
develop BOS by 3 years post-transplantation.'

With such limited post-transplant survival, the timing of transplantation has become
an important clinical decision. The aim is to give the child the maximum possible
survival benefit from the procedure, whilst ensuring that they have a realistic chance
of receiving a donor offer.2 The decision to recommend transplantation in children in
the UK therefore depends on three factors: life expectancy of two years or less; poor
quality of life; and no contraindications to transplantation. Assessment of these three
factors together determines whether lung transplantation is an acceptable risk for the
child. Children with CF should normally be referred for transplantation assessment when
their FEV, falls to 30% or lower, whilst younger children, girls, patients who desaturate
easily, and patients deteriorating rapidly should be considered for referral sooner. These
guidelines are based on a good volume of survival data.>* The guidelines for referral
of children with other respiratory diseases are very similar, but they are based upon
extrapolation from CF survival rather than upon separate analyses. Models for predicting
prognosis in adults with interstitial lung disease, primary pulmonary hypertension and
sarcoidosis are available, but it should not be assumed that these prediction equations
can be extrapolated to the paediatric population.

Since 2004, transplant centres in the United States have participated in the Lung
Allocation Score scheme, where donor lungs are matched to adolescent and adult
recipients according to the likely benefit from transplantation. At present children are
excluded from this scheme. Early audit data suggest a reduction in waiting list deaths
following adoption of the scheme. Furthermore, participation in the scheme is likely
to ensure that recipients obtain a survival benefit from the procedure.2¢” A number of
European countries are considering similar schemes for matching donors to recipients.

Good results following lung transplantation in children are dependent upon close
monitoring for complications, which allows early intervention, and prevention of ir-
reversible damage. There are number of small but important differences between how
monitoring is performed in children compared to adults.

MONITORING OF THE GRAFT

One of the most important points in graft monitoring is to ensure that the child
and their family are aware of the importance of mild adverse symptomes. Early graft
rejection can manifest as a minor drop in lung function, a minor change in exercise
tolerance or respiratory rate, cough, intermittent low-grade fever, or malaise. The family
should have a very low threshold for seeking medical advice in the presence of such
symptoms. Identification of rejection or infection can be assisted by lung function
testing, radiology, or transbronchial biopsy.

Lung function testing

Most children over the age of four years are able to perform spirometry successfully,
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provided they are given adequate training. It may be necessary to modify the outcome
measures that are used (for example, by reporting FEV, ;s rather than FEV,).2 As well
as performing spirometry on every clinic visit, most transplant centres provide the
family with a portable spirometer which the child should use daily at home. A drop
in FEV; (or FEV,s) of greater than 10%, which lasts for more than 24 hours, should be
referred for medical advice. Exhaled nitric oxide (eNO) measurement may provide a
non-invasive means for detecting airway inflammation post-transplant. Data are limited
in adults and non-existent in children, but it is known that eNO measurement can be
successfully performed in young children.®There are intriguing data from Estenne and
colleagues suggesting that gas mixing techniques may provide earlier indication of
airway dysfunction than spirometry.’® A modified version of the multiple-breath wash
out technique can be used in children, including those in the infant and preschool
age groups." There are as yet no published data on gas mixing studies following lung
transplantation in children.

Transbronchial biopsy

If a child is suspected of having rejection or lower respiratory infection then bron-
choscopy and transbronchial biopsy should nearly always be performed. Preferably
this should be done as early as possible, prior to starting treatment. The technique
employed varies between centres, with some preferring general anaesthesia, and
others using sedation.'> General anaesthesia with a laryngeal mask airway allows the
use of adult size (e.g. 4.9 mm) bronchoscopes even in preschool children. This allows
adequate samples to be obtained. There is continuing controversy over the importance
of routine surveillance biopsy in asymptomatic children (and adults). The majority of
centres will perform routine biopsies repeatedly during the first year post transplant,
but rarely after that.'

Radiology

Plain chest radiographs are performed at regular intervals post-transplantation, but
not necessarily at each clinic visit. It should be noted that plain radiograph is a poor
method of distinguishing rejection from infection, and that neither of these processes
can be excluded simply by existence of a normal radiograph.'* The new generation of
multi-slice CT scanners allows rapid acquisition of high-resolution images with relatively
little radiation exposure. General anaesthesia is rarely necessary for this investigation,
even in the youngest children. If a HRCT is to be used for monitoring of graft structure
in asymptomatic children, then it is essential that the protocol be modified from the
normal adult settings so that the radiation dose is minimised.

Infections

This is one area where paediatric practice differs from adult practice. Many children
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will not have had previous exposure to common viruses, and the incidence of primary
infection is much higher than for adults. It is therefore essential that immunisation
status is optimised prior to listing for transplantation.’ Following transplantation the
family should be given advice to keep their child away from outbreaks of measles,
varicella etc, and to seek advice if their child has been in contact with other children
who may be infectious. Post-transplant lymphoproliferative disease (PTLD) is far more
common in children than in adults, and in most cases is related to reactivation of
EBV infection.”™ Although there are many centres that now monitor quantitative EBV
load post-transplantation, there is little evidence that viral load is related subsequent
development of PTLD.'®

Non allogeneic causes of BOS

There is some evidence that gastrooesophageal reflux and bacterial respiratory
infections both have a major role in cause permanent graft dysfunction'’. Monitoring
for these conditions should be performed in the same way as for adults.

SIDE EFFECTS OF IMMUNOSUPPRESSIVE THERAPY

One consequence of thisimproved lung graft health is that greater numbers of long
term post-transplant survivors are developing cardiovascular, renal, and other long-
term complications.’'® The approach to this is similar as for adult patients. The most
important points are to monitor renal function, as Ciclosporin and Tacrolimus are both
nephro-toxic; to monitor for bone marrow suppression from Azathioprine and MMF;
to monitor for hyperglycaemia, particularly in children with CF; and to monitor bone
mineral density. Related to this, it should also be remembered that all children with CF
may still get non-respiratory complications, such as fat soluble vitamin deficiency, salt
depletion in hot weather, nasal polyps, distal ileal obstruction etc.

GROWTH AND DEVELOPMENT

Many children who are referred for lung transplantation have growth failure secondary
to chronicillness. Even if a transplant is successful, the use of maintenance corticosteroids
post-transplantation also affects linear growth.? If the child has had no episodes of
rejection itis important to reduce the steroid dose to the lowest dose possible to allow
catch-up growth. The use of growth hormone in these situations is controversial, as there
is some laboratory evidence that it may trigger acute rejection.??® The transplanted
lungs themselves grow as the child grows. There is some evidence from lung function
testing and from CT that the airways of transplanted lungs grow with the child,?* but
it is still unclear as to whether graft alveoli continue to multiply post-transplantation,
or whether they simply distend.
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PSYCHOSOCIAL ISSUES

As mentioned above, many children coming to transplant are physically and emo-
tionally immature because of their chronic illness. A successful transplant allows a child
to transform their life and to catch up on many of the activities that were previously
denied to them. Some children find this change in lifestyle difficult, particularly if it
coincides with puberty.??

Anecdotal reports from a number of centres suggest that survival rates post-
transplantation are steadily improving. Non-adherence to therapy is therefore becoming
a proportionately greater cause of poor outcomes. This problem is particularly seen
in teenage patients, and appears worst in those who have a chronic illness like cystic
fibrosis. There is limited evidence as to the best approach for assisting children in this
position. However, most centres stress that adolescents should steadily take more
responsibility for their own care and are given practical assistance to boost adherence
to therapy. In addition, it is important to encourage adolescents to develop long-term
goals and ambitions, so that they have positive aims for the future.

In conclusion, monitoring of children post-transplantation is broadly similar to that per-
formed for adults. Techniques for some investigations need to be modified, and particular
attention needs to be paid to viral infections, growth, and psychological development.

Although pooled international data suggest that post-transplant outcome has not
changed significantly in the last decade, recent results at some centres, including our own,
have been very encouraging. It is likely that newer, better targeted immunosuppressants,
and a better understanding of the non-allogenic triggers of rejection, will allow future
results to steadily improve.
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H BAaBn tn¢ mpwreivne CFTR
OTNV KUOTIKN ivwon

lwavva Aoukou,'? Kwotag Aoupoc*?

H Kuotikn lvwon (KI) eival n cuxvéTtepn autoowpatikh UTOAEITOUEVN, Bavatngopa
vdo0C¢, o€ Atopa Eupwmnaikn¢ Kataywyng Kat o eMIMOAACUOC TNG POPEINC TWV UETAN-
Aa€ewv og auTtoug Toug MANBUCoOUE, ekTinATal o€ 1:25 mepimou, katd péco opo. Eival
Alyotepo ouyvr o€ dtopa AQpPIKaVIKAG Kal ACIOTIKAC KaTaywynic.'

H voooc xapaktnpiletal amd avénuéveg ouykevtpwoelg xAwpiou (Cl7) otov 16pwtaq,
maBoloyIkr peTapopd YAwptoUxwv Sla HEoou Tou emBnAiou, TAYKPEATIKY AVEMAPKELQ,
UTTOTPOTIALOUCEG AOLUWEELG TOU KATWTEPOU AVATIVEUOTIKOU, Xpovia evoopoyXIkr Aoi-
Mw&n Kat BpoyxeKTaoieg Kat TEAIKA BAvaTo amd avamnmveuoTIKN avermdpkela.? Opeiletal
o€ petaldaelg tou CFTR (Cystic Fibrosis Transmembrane Conductance Regulator)
yoviSiou Tou TTEPIypAPNnKe yla TpwTn @opd To 1989.3 Amd ToTE éw¢ onpePa, N épeuva
EXEL PEPEL OTO PWC TTANOWPA AEMTOUEPEIWDV OXETIKA HE TIC Aeltoupyieg Tou CFTR yovi-
Siou kal TnG avtioTtolxng MPWTEIVNG, KaBWG Kat Pe Tig SuoAettoupyieg TG TeEAeuTaiag
O€ MEPIMTWOELG PeTaAA&ewy Tou yovidiou. H yvwon auth €xel wBroel otnv épsuva
S10pOpWV YAPHAKOAOYIKWY TTApaydVTWV, KATTOLOL aTTd TOUG omroioug Sixvouy, o€ TTpo-
KOTOPKTIKEC TOUAAXIOTOV LENETEC, va AUEAVOUV TNV EKPPAOT 1)/KAL TN AEITOUPYIKOTNTA
n¢ maBoloyikrig CFTR mpwteivng.*

OYZIOAOTIA CFTR MPQTEINHE

H CFTR mpwteivn givat pia yYA\UKompwTeivn TG KUTTAPIKNAG WEUPPAVNG TTOU ATTOTE-
Aeitat amd 1480 apvo&éa kat étav ivatl mMARpw¢ YAUKoCUMwPEVN TO HoPLako TNG Bapog
avépyetal o€ 180 kDa. Aertoupyei wg kavahi Cl™ kat eAéyxetat amod to cAMP. AnoteAeital
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amo6 dUo pepfpavikég meploxég (membrane-spanning domains), Tig 1 kat 2, kaBepia
amé TI¢ onoieg oxnuatiCetal amd 6 StapeuPpavikd TuApaTa mou oxnuatifouv éva
Silauho. EmmAéov undpyouv 600 evOOKUTTAPIKEG TIEPLOXEG OUVOEDNG VOUKAEoTISiWV
(NBD1 kal 2), kaBepia amo Ti¢ omoiec eival ikav va cuvdéetal pe ATP, kabwg Kat pia
KEVTPIKN EVOOKUTTAPIKN pUBUIOTIKA TTEPIOXN UE BE0EIC pwapopuliwonc (Eikova 1). O
é\eyxoc¢ tou Stavlou CI" tng CFTR mpwteivng mpayuatomoleital pe Tnv aAnAemidpaon
Tou ATP e 1ic SUo NBD mieploxéc. Qotooo, dev £xel SleUKPIVIOOED akOun MARPWE EAv
Y10 TOV CUYKEKPIUEVO EAEYXO apKel amAwg n oUvdeon pe ATP ) edv emmAéov amartteital
Katl udpdAuon Tou TeEheuTaiov, KaBWC Kat TGoo cUUPBANAEL N kaBe NBD meploxn otov
éleyxo. O1 evdeilelg mavtwg ouykhivouy, mwg kat ot Suo NBD meploxég cupaihouv
otov éAeyxo Tou Slavlou kat mw¢ otnv NBD1 10 ATP ugiotatal pikpou pévo Babuou
vdpodAuon, evw otnv NBD2 n udpdiuaon tou ATP ival minpenc. H Teheutaia @aivetal
TIWG OUVIOTA TOV KEVTPIKO UNXAVIOUO EAEYXOU. MepalTépw TAPATNPHROELG UTTOSEIKVUOUY
WG To avolypa tou Stavhou Cl™ oxetiCetal pe Tov oxnuatiopd evog NBD1 - NBD2 evdo-
poplakov Sipepouc. H Sidomaon tou Siuepolc autou emomneudetal amd tnv udpodiucn
otnv NBD2 mieploxr pe anmotéheopa 1o KA&ioIpo tou Stavlou.b H pwogopuAiwon Kat
n anmo@wo@opuiiwon tng CFTR mpwteivng mou emtuyxdvovtal pe dlapopwy TUMwv
KIVAOEG KAl pWOPATACEC, KATEXOUV KEVTPIKA ONpacia otov EAeyxo TNG Asltoupyiag
Tou SlavAou. Na onuelwBei, Twe n mAéov Kotvr PeTAAaén, n AF508 evtomiletal otnv
NBD1 nepioxn tng CFTR mpwteivng.

H CFTR mpwte&ivn gival ummebBuvn yia TOANEG Kal UVOETEC AelTOUpYieC OTOUC TTVED-
MOVEC, Tapappivioug KOATTOUC, I8pWTOTTOI0UC adéVeC, KABWGE Kal 0TA avamapaywyltkd,
NTATIKG, EVTEPIKA Kal ve@PIkA emBrAta.” Otav n Aettoupyia tng CFTR mpwteivng dia-
KOTITETAL, ETTEPXOVTAL ONUAVTIKEG TTABOAOYIKEC OUCAEITOUPYIEC OE OAA TA TTAPATIAVW
opyava, ANV Twv VEQPWV.'

H CFTR mpwrteivn evtomiCetal otnv Kopugaia pepPpdvn (apical membrane) twv
emONAIOKWV KUTTAPWY, 61ou pubuilel Tn petagopd 1Wvtwv ClI péoa kat £§w amo ta
KUTTAPA. ITA QUOCLIOAOYIKA EMONAIOKA KUTTAPA, OTIWG Eival AUTA TWV TIVEUUOVWY, N
npog ta €€w por Twv 1vTwv ClI™ péow ¢ mpwTteivng, eumodilel Tnv emavappdenon
TwV 16VTWV vatpiou (Na*) Tou e€wKUTTAPIOU XWPOU, EMITUYXAVOVTAC £TCL TN pUOUIoN
NG €VAIcONTNG LBOpPPOTTIaC VEPOU OTOV AUAS Kal TN Slatripnon oo BEATIOTO PO TNG
oTIBAdag Tou MEPIKPOOOWTOU UYPOU TTOU Eival ATTAPAITATN Y1 TIC APIOTEC PEONOYIKEC
18160TNTEC TNC PAévvnc.!

Mia 6eutepn Aertoupyia tng CFTR mpwteivng, apopd otnv evepyomoinon YepBpavi-
KWV S1avAwv Kat AANwV 16vTwy, TAnv Tou CI™. Eival yvwotd 6T1 KUTTapa Ue TaBoAoYIKN
CFTR ekdbnAwvouv auénuévn emavappoenon Nat péow twv emBnAlakwv StavAwv Na*.
AuTo givat mBavd va cupaiel otnv avénon Tng yholdtntag tne otiadac tne PAévvng
kat otn Slatapayn TnG BAevvokpooowTng kdBapong.t?

Mia tpitn TéAo¢ AerToupyia @aivetal Tw agopd oTnV avayvwplon Baktnpiwv. Zta
(PUCLONOYIKA KUTTAPA, Ol MITOTTOAUCOKXAPITEG TNG Pseudomonas aeruginosa avayvw-
piCovtal amod tnv CFTR kat cuvdéovtal padi Tng, dieukoAlvovtag pe autd Tov TPOTo
v evdokuttdpwon Tou Baktnpiou amod ta kuttapa.'® H Aeitoupyia autr Bswpeital
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EIKONA 1: Aopn mpwteivng CFTR.M

KOUBIKNAE ONMAciag oTnv amoTeEAECHATIKOTNTA TNE AVOCIOKAG AmavTnong otn Aoipwén
amno P. aeruginosa mou amoTeAEl Kal TN ouxvoTtePn Xpovia Baktnplakn Aoipwén otnv KI.

MAPATQIrH CFTR NPQTEINHE
Napaywyn @uactohoyikig CFTR mpwteivng

H @uotoloyikn mapaywyr tng CFTR ekiva pe TN peTaypa@r Kat mapaywyr) Tou
MRNA kat cuveyiletal, péoa amd moAAd otddia, wg TNV TEAIKH EUPAVION TOU GUOLONO-
YIKOU HOPIiov 0TNV KUTTAPIKA HEUBPAVN. ZUYKEKPIUEVA, LETA TNV TTapaywyr] Tou MRNA,
akoMouBei n ene€epyaoia kal n avadimwaon TS MPWTEivng 0To vOOTMAACUATIKO SiKTUO
Kal katomy, n Stadikacia cuvexiCetal Ye TNV MEPAITEPW WPIHAVON Kal TN CUoKEVAGia
(packaging) tou popiou oTn cuokeur Golgi. TENOC, N MPWTEIVN PETAPEPETAL OTNV
Kopu@aia pepPpdvn. H avakikAwon tng CFTR Aapfdvel xwpa ota evOOKUTTAPIKA
kuoTidla (Eikéva 2).

Napaywyn petalhaypévng CFTR npwteivng

MeTtahA&&elc éxouv Bpebei oe OAA TA TUAUATA TNG TTPWTEIVNG Kal emnpealouv évan
TEPLOOOTEPA 0TASIA ard TNV TTApaywyn KEXPL TNV TEAIKA TNG wpipavon (Eikéva 3). Ot
petardaéelg tng Kl katatdooovtal o€ 5 1delg pe Bdon Tn Slatapayn TnG mapaywyng
Kal TNG AelToupyiag TN mpwteivne.!" Qotdo0, HOVO Ol TIEPIOCOTEPO KOLVEC ATTO TIC
>1.500 petal\d€elg mou éxouv tautomolnBei éxouv TaivounBei. AiCel va onuelwOei
WG, TTAPA TOV TTOAU HEYANO aplOd TwV HETANNAEEWY, oV TEpimoU 20 LETAAAEEIS
guavifouv cuxvétnta >0,1%.'2
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MetaAlla&elg 1aéng |l: mpéwpo
Kwdikovio Ai€ng

TNV TIEPIMTTWON AUTWV TWV YN EPUN-
VeUOIHwV PHETAMAEEWY (nonsense muta-
tions), Tou cuvioTouv To 5-10% ToUu OU-
vOAOU, UTIAPXEL TTPOWPN TTAPOUTIA EVOG
kwd1koviou ANn&ng otnv aAnAouyia Tou
DNA mrou odnyei oTnv mapaywyn aota-
Boug mMRNA 1) otnv ameAeuBépwon and
Ta pIfocwHaTa HIAC MIKPOU peyEBoug,
pN AEITOVPYIKAG TPWTEIVNG TTOL amoou-
vTiOeTai pIv Kataépel va ¢Bdacel oTnv
Kopu@aia pepPpdvn. Ztouc aoBeveic Tou
PEPOLV TETOLOU EidouC HETAMAEELC ev
QVIXVEVETAL TIPWTEIVN OTIC MEUPBPAVEC
TWV EMONAIAKWY KUTTAPWV. TN LEYAAN
TAEIOPNPIa TWV TIEPITTWOEWV, O PAIVO-
TUTTOC TTIOU 0LVOSEVEL AUTOU TO €idoug
TIC HETAANAEEIC eival coPapoc.

Daivetal TAVTWE, TWE TO AVWHUANO
kw&ikovio Aéng, emeldn dev meploTol-
XiCetat amé 10 KatdAANAo YEVETIKO TiEQL-
BaAhov (genetic milieu), dev eivaimavta
TOOO ATTOTEAECHATIKO OTOV TEPUATIONO
NG LETAPPAONG TNG TTOAUTTENTIOIKNG
aAuaidag 600 Ba Tav éva KatdAAnha
TomoBeTnUéVo KWSIKOVIO AENC. Z€ Tie-
pimTwon mou To PIROCWHA KATAPEPEL
va «emepdoe» To KwSIKOvVIo ARéNG,
n mpwteivn evdéxetal va Statnproel
TNV QUOLoAOYIKN TNG Asttoupyia.”* Tnv
1816TNTa AUTH €X0UV TIPOOTIABNOEL va
€VIOXVOOULV SLAPOPOL EPEUVNTEC, XOPN-
YWVTAG QAP UAKOAOYIKOUG TTAPAYOVTEC,

EIKONA 2: 31d81a mapaywyng Kat wpipavong tng guotoloyikng CFTR mpwteivng.' Avayvw-
on tou DNA kat petaypagr) oe mRNA (1,2,3). Metakivnon tou mRNA ota pifocwpata Kat
petdgppaon o tRNA (4,5). ZxnUaTIopOS TPodpduou PWTEvNG amod Ta cuTAéypata tRNA-
apwvo&éwv (6). Eme€epyaoia, avadimwaon kat cuokevaocia g MpwTeivng pe T PforiBeia twv
oUVOSWV TTPWTEIVWVY 0TO EVOOTTAACHATIKO SIKTUO Kal HETAPOPA TNG 0T cuokeur Golgi (7).
KuoTidia petapopdg g mpwteivng Kal evamobeor] TNG 0TnV KUTTAPIKN pepBpdvn (8,9).
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EIKONA 3: Ta&eig (classes) petara&ewv KL
Taén I: \avBacopévn petaypaer tou mMRNA-
Taén Il: maBoMoyikn ene€epyacia Tng mpw-
T€ivng oto evdomiaopatikd Siktuo- Tagn
Ill: maBoloyikn ewopopulivwon i amopw-
OQ@OPUNIWON TNG €YKATECTNUEVNG OTNV
KUTTAPIKN PeUPpavn mpwteivng Taén IV:
eNaTTWPEVN AEITOUPYIKOTNTA Tou StavAou
CI"- Taén V: ehattwpévog aplbuog CFTR ou-
MITAEYUATWY OTNV KUTTAPIKN MEUPBPAvn

I. AoUkou kat K. Aoupog

oMw¢ gival Kamoleg amd TIG AUIVOYAUKO-
0ide¢. AuoTuxwg, Ta anoteAéopaTa Ue
TIC AIVOYAUKOGIOEC Kal EI8IKOTEPA PE TN
YEVTAMUKIVN, ATAV AUQIAEYOUEVA, EVW
Kal n TofikdétnTa Mou cuvoSELEL TN XPO-
via xpnon Toug dev gival mapaBAEPiun,
£TO1 WOTE Ol TTPOOTIABDEIEC AUTEC VA EXOUV
TIAEoV eyKaTOAELPOEL® Ze e€ENEN TTAVTWC
Bpiokovtal o1 SOKIYEG e €va OXETIKA VEO
popto, To PTC124, pe Ta PEXPL OTIYUNAG
amoteAéopata va gival evBappuvTikd.'

Metarha&eig ta&ng ll: maboloyikn
enefepyacia Tng MPpwTEivng

A@oU ohokANpwOEi n peTappaon péoca
ota pifoowpata, N MPWTEivn ugioTatal,
OMWC TPOAVAPEPONKE, pia oelpd emeep-
yaotwv mou 6a TNV KATaoTroouV IKavi va
peETAPEPOEL 0TNV KUTTAPIKA PEMBPAvVN.
Ot petalhdaéelg 1aé€nc Il epmodiouv TNV
opaAn €€€NEN autnig Tng Siadikaoiac. H
TAEOV OUXVA ATTAVTWHEVN HETANAEN oTnV
Kl, n AF508, éxel W amoTENECUA TN OUV-
Beon CFTR mpwteivng mou Sev ivat ikavn
va avadimwBei cwoTd Kal va amoKTHoEl
TNV KAtaAAnAn tetaptotayn doun.” Ot
punxaviopoi ehéyxou tou evdomhacuatt-
KoU SikTuou avayvwpifouv TNV avwpain
Sopn kat epmodiCouv TN ameAevBépwon
Nnc¢. Mepimou 25% twv mpwTteivwv dyplou
TUTOU Kat 99% Twv mpwteivwv AF508 ka-
TaKPATOUVTAL 0TO EVOOTTAACUATIKS SiKTUO
Omou Kal TeAkd amodopouvTal.'

Orouvodég mpwreiveg (chaperons) kat
€V YEVEL O KUTTAPIKOG UNXAVIOUOG TTOU
evéxetal otnv anodoéunon tg AF508, €i-
VAl QVTIKEIPEVO EEAIPETIKA ONUAVTIKWY
EPELVNTIKWV TIPOCTIABEIWV Ao n abo-
Aoyikn mpwteivn Slatnpei o€ éva Babud
v 1816tNTd TNC We Siauvog CI°." ‘Etoy, edv
Bplokdtav évag Tpodmog va eumodIoTei N
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amodOUNOH TNG KAl VO GUVEXIOTEL N TTOPEIa TNG TPOG TNV KUTTAPIKA MEUPBPAvN, Ba emi-
TUYXAavovtav éva peyalo BepameuTikd Bripa, mou Ba agopouoe PAAioTa TN MAElOPNn@ia
TwVv aoBevwv. Eav emmiéov, To mapamdvw Pmopolaos va cuvOUAOTE( Kal JE KATTOLOU
gidou¢ evioxuon tng Asitoupyiag Tou Stavou ClI7, To 6O evOeEXOUEVWE VA ATAV E-
YAAO. XN LEAETN PAPHIAKEUTIKWY OUGCIWV LE TIC TTAPATTAVW I816TNTEC éXEL ON OTPAYEI
ONUAVTIKO TUNMa TG épeuvag otnv Kl. O1 800 auTtég Katnyopies TwV QAPUAKEUTIKWV
oUo1WV KahouvTal «Sl1opBwTEC» (correctors) Kal «eVIOXUTEG» (potentiators), avtioTolya.

‘Exouv mpoodloploBei kal peAetnBei apketoi «d10pBwTEC» TTOU SpOUV O SIAPOPETIKA
emimeda tn¢ dladikaciag wpipavong Tne mpwteivng. O mapdyovtag Tou @aiveTal Twe
gival o TePloodTEPA UTTOOXOUEVOG PEPEL TNV KWOIKN ovopaaia VX-809 kal ta PEXPIS
oTIyu¢ Snuooieupéva amoteAéopata amo tnv @don |l Twv KAIVIKWVY Epeuvay, @aivovTal
va gival evBappuvTika.'

'O00V aPOPA OTOUG EVIOXUTEG EXEL ETTIONG UEAETNOET HEYANOG aplBudGg amd autouc.
O unxaviopog dpdong Toug, Xwpeic va gival akopn teleiwg e€akpiBwpévog, Bewpeital
WG ival og peydho Babpod kovdg Kat EyKeltal 6TV alénon Tou XPOVOU TTOU TTAPAUEVEL
avolxtog o Siaulog CI7." To eplocdTEPO HEAETNUEVO POPLO AUTOU TOU TUTTIOU PEPEL
NV KwdIKN ovopacia VX-770 kat Bpioketal 16n 0To oTASIO TWV KAIVIKWVY UENETWY, HE
evOAPPUVTIKA PEXPL OTIYUNG amoTeréopata.?’

Metarha&eig ta&ng lll: ehattwpatiki pUOuiIon Tov CFTR

H pwo@opuliwon tou CFTR amd Ti¢ MPWTEIVIKES KIVAOEC KAl N AmTO@wo@OPUAIWGT)
TOU A0 TIC TPWTEIVIKEC woPaTdoec Bewpeital n KUpla 060¢ e TnVv omoia puBuileTal
N @uacloloyikn SpaotnpidtnTa Tou StavAou CI7. Ztnv 1aén Il twv petaAlaéewy, n CFTR
TTPWTEIVN Eival TOMTOBETNEVN KAVOVIKA OTNV TPWTEVIKA HEMBPAVN, WOTOCO TTAPAUEVEL
avOeKTIKN 0TN @WOoPopLAiwonN 1} otn 6éopevon Tou ATP, pe amotéAeoua va gival TToAU
TepPlopPIopEVEC ol SuvatoTnTeC Tou Slavlou Cl7. Khaooiko mapddelyua amoTeei n ue-
TaMaén G551D, mou gival n tpitn o€ cuxvoTNTA TTAYKOOUIWG e TooooTd 3,1%. Mapd
Vv UMapP&n APKETWY QAPUAKEUTIKWY TTapayovtwy mou Ba urmopoloav BewpnTikd va
[Bonbricouv oTnv mapdkauyn Twv CUYKEKPIUEVWY SUCAEITOUPYIWY, TA ATTOTEAEéCUATA
TWV APXIKWV EPEUVWV deV €XOUV KATAANEEL O€ IKAVOTIOINTIKA amoTteAéopata.?’

MetaAa&eig Taéng IV: peiwpévn Aertovpyikétnta diavou CI°

TNV Katnyopia auth Twv HETAAAEEWY, N PWoPopUAiwon TNG MPwTEIvNG yivetal
KOVOVIK(, Yo AOyou¢ OWG TTOU ayVOOUUE N IkavotnTa petagopdg Cl™ péow tou dlav-
Aou gival eAaTtwpévn, Xwpic 0w va givat kat undevikr. Ot acBevei mou @épouv pia
1 8U0 PeTANNAEEIC AUTOU TOU TUTTOU TEIVOUV VA €XOUV NTTIOTEPO KAWVIKO QAIVOTUTIO ATTO
TOUG VEVOVEC, EVW OUVHOWE S1aTNEOUV GUGCIOAOYIKHA TTAYKPEATIKN AelToupyia.?? Exel
TMPOTABEl TTWC Ol AVACTOAEIC TWV PoPATAcWY Ba Pmopovcav va €Xouv BepameuTIKO
POMNO OTNV KATNYOPIa auTr TWV aoOEVWY, MEXPL OTIYUNG OUWCE N épeuva Sev el KaTa-
Mgl o€ kKamola ouclaoTikA amoTteAéopata.?
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MetaAa&eig Taéng V: ehattwpévog aptOudg evepywv CFTR mpwteivav

TNV Katnyopia autr n yevetikn BAAPN ouviotatal og AdBn tn¢ dtadikaciag pati-
opatog (splicing errors), n omoia avagépetal oTNV AMOPAKPUVON TWV E0OVIWV Kal TNV
évwon twv e€wviwv Tou RNA mipv Tn petd@paon) tou. H kKAviki Baputnta tng vooou
TTOIKIAEL Kal €ival avTIoTpdPwE avaloyn Ue Tov aplOud Twv opbwe HaTIoPEVWY avTi-
YPAapwv (transcripts).?* ZTnv Katnyopia autr cuviBwg avrikouv ol acBeveig Tou £xouv
(PUCIONOYIKEG TIUEG XAwpLloLXwV 16pwTa.?

Oplopévol ouyypa@eic TpooBETouy Kalt pia €Kt Ta&n peTaAaewy Katd tnv omoia
n CFTR mpwteivn €xel UCIOAOYIKR AglToupyia, 0 XpOvog TTAPAUOVAG TG OPWE OTNV
Kopu@aia pepBpavn gival eEhatTtwpévoc.?

ZUUTIEPACUATIKA, N KATAVONON TNG MOPLAKAC Blohoyiag Twv petarhd&ewy tou CFTR
yovidiou kat tng mpokuntouoag PAABNG TNG TpwTEivnG €xel avoiel véoug opilovteg otV
Katavonon tng eLOoNC TNE VOOOU KAl TIC TTPOOTTIKEC Bepameiag TnS. MoANd epwTtripata
Mével va amavtnBouv akOUn, TTPOKEIEVOU va uTTdp&ouv antd anoteAéopata otn BeA-
Tiwon tng moidtNTag (WG Kal Tou TTPoadOKIHoU eMBiwong TwWV acBevwv.
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AvIXVEUTIKOG éAeyXOC vEOYVWY
yla tnv KUoTIKN ivwon

EAmida Xatlnaydpov, lwdavvng Toavdkag

H Kuotikn vwon (KI) eival to cuxvotepo KANPovoUoUEVO VOO A TN AEUKH QUAR
(1 o€ 2.500 yevvnoE€LC) KAl KANPOVOUEITAL UE TOV UTTOAEITTOUEVO AUTOOWHATIKG Xapa-
KTRPAa, HE OLXVOTNTA POPEWV TIEPITTOU 5%. H suxvdTnTa TOU VOO UATOG €ival 8 POpEG
peyaAUTEPN amd auth NG @avulkeTovoupiag (1:20.000 yevvAOELG) KAl CUYKPIOIN UE
auTr Tou ouyyevoUg urtoBupeoeldiopou (1:3.000 yevvrioelg), voorjaTa Yla Ta omoia
NoN e@apuoleTal EVPEWG AVIXVEUTIKOG ENEYXOG VEOYVWV.'2

Xwpi¢ TNV KatdA\AnAn avtipetwrmion, n Kl katairfiyel oe Bavato katd tnv matdikn
OANG aKOpN Kat Katd t Bpe@ikni nAIKia. Néa Bepameutikd MpwTOKOAA €xouv augnoel
1o MPoodoOKIHo emPBiwong ota 40 xpdvia, dUwE ot acBeveic eEakoAouBouv va avTipe-
TwmiCouv ooBapo mpdPANUa uyeiag Adyw g Snuioupyiag maxpPeuoTNE PAévvng Kal
CUXVWV AVATIVEUOTIKWVY AOIPWEEWY TTOU 08NYOUV O€ AmO@PAKTIKH TTVEULOVOTTABELa.

Ta veoyvd kat ta Bpéen pe Kl éxouv auénuéva enimeda Bpuyivoydvou Gtov opd
mou Bewpeital TwW¢ MEOKUTITOUV aTtd SlAPUYR TNG CUYKEKPIUEVNC TTPWTEIVNG OTNV
Kukho@opia Aoyw BAARNC TNG e€wKpivolg poipag Tou MayKpéatod. H pétpnor e ue
avooompoodloplopod (immunoreactive trypsinogen - IRT) katd tnv mpwtn efdoudda
¢ (wng Twv veoyvwy, £xel dwoel Tn duvatdtnta evowudatwonc Tng Kl ota umapyovta
QVIXVEUTIKA TTIPOYPAUATA VEOYVWV (Nnewborn screening) pe amo&npauéveg OTayOveS
aipatog.* Me 1o padikéd avixveuTikd éheyxo veoyvwv yia tnv Kl n didyvwon tng véoou
TiBeTal PV TNV EUPAVION CUUTTTWHATWY Kal TTAPEXETAL N SLVATOTNTA EQAPOYNS
BePATTEVTIKWY TIPOYPAUHUATWY TTOU GTOXEVOULV KUpiwg oTn Slatrpnon Tng uysiag Twv
aoBevwv mapd otn Bepaneia Twv cupumTwPdTwy. Mpoypdupata palikol avixVEUTIKOU
eNéyxou veoyvwv yla tnv Kl epappootnkav apxika otnv Auotpaia-N. Znhavdia (1979)
Kal ApEOWC PETA, o€ oAtteieg Twv HIMA kat otnv Evpwnn.®

Maidonveupovoloyiki Movdda, I’ Maibiatpikn KAwvikri, ApiototéAeio MNavemotriuio Osooalovikng

AMnloypagia: EAmida Xat{naydpou, elpcon@otenet.gr
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ZAMEPQ, TIEPIOCOTEPA AT 3,5 EKATOUUUPIA VEOYEVWNTWY BPePUV ENEYXOVTAL LIE
padikd avixveuTika mpoypdppata yia tnv Kl otnv Eupwmn.® AvixveuTtikd mpoypdupata
veoyvwv otnv Eupwmn epappolovtal otn faAia, tnv ltahia, Tnv lomavia, Tnv Auotpia,
™ MeydAn Bpetavia kat tn Pwaoia. MapdAAnAa, éxel mapatnpnBei paydaia avénon
Tou pUBUOL avanTuéng AVIXVEUTIKWVY TTpoypappdTwy, Tooo o€ Eupwrdiko, 660 Kal o€
maykoouio eninedo ta TeAevtaia 5 xpovia.®

210 Tapov Ke@daAato mapouoidlovtal Ta SLdPopa TPWTOKOAA AVIXVEUTIKOU EAEYXOU
yta Kl, Ta TAEOVEKTHATA, TA UEIOVEKTAMATA, OTTWG Kal ol KivOuvol TTou TIPOKUTITOUV and
autov. Téhog, oulntouvTal ol IBLaITEPOTNTEG Tou EAANVIKOU Xwpou aAAd Kal n avaykn
EQAPHOYNE TOU aVIXVEUTIKOU eAéyxou yia Kl otnv EAAGSa.

MPOTOKOAAO ANIXNEYTIKOY EAEFXOY NEOTNQN

To BpuPivoyodvo Tou opou gival duvatd va PetpnBei oe amoénpapéveg OTAYOVEC
Q{HATOC PUCIONOYIKWV VEOYVWV TNV TIPWTN £Bdopada TG {wrig, 0Ta TAAICI0 TOU AVIXVEU-
TIKOU TIpoypappatog veoyvwv.” Ta Bpéen ue Kl éxouv oxedov mdvta avénuéva emineda
Bpuwivoyovou, kaBlotwvtag Tn pétpnon autr éva evaiodnto epyaheio avixveuong K.
Qo1600, n pétpnon Tou dev amnotelei e101kA e€€taon yia tnv Kl kat yia to Adyo autd amnat-
TeiTal oglpd amo emmpooOeTeC eEETATEIG, WOTE VA ATTOPEVXOOUV TTEPITTEG TTAPATIOUITES
Kat emmAéov éheyxog o€ kévtpa K. Ta mpwTOKoANa Kal 01 aAYOPIB oL TWV AVIXVEUTIKWY
TIPOYPAUUATWY veoyvwy Yia TNV Kl moikiAAouv eupéwc, duwe 6Aa Ta mMPwTOKoAa
nmepAapBavouv apxikd Tov mPoodloplopd Twv emmedwy BpuPvoyovou g oTAYOVEC
&npou aipatog kdptag Guthrie mou AapBdvetat amd Ta veoyva Katd TIG TPWTEG NUEPEC
(WAC Kal XPNOLUOTIOLEITAL YIO TOV AVIXVEUTIKO EAEYXO KAl AAAWY VOO UATWY, OTIWG TNG
(PAIVUAKETOVOUPIAG KAl TOU ouyyevoUG untoBupeoeldiopo.

Av ta enimeda BpuPivoydvou gival avénuéva, mpoxwpoLue otnv efétaon Selte-
PN EMAOYNAC TTOU pmmopei va gival o yoviSlakog éheyxog, 11 n 6eltepn HéETpNon Tou
BpuyPivoyovou, 1 TENOG, N PETPNON TNG TIPWTEIVNG TTou OXeTI(eTal e TTAYKPEATITION
(pancreatitis-associated protein). H teheutaia amouotdadel amod To LyLEG TTAYKPEAG KAl
ouvTifeTal HéVOo KATW aTTO CUVONKEC TTAYKPEATIKOU OTPEC.® ETi BTIKOU amoTeEAETUATOC
n Siayvwon tn¢ Kl empPePaiwvetar pe dokipaoia 1dpwta (Eikova 1).6

H dokipacia 1bpwta e€akoloubei va amoTelei BacIKr CUVIOTWOA OTNV OPIOTIKA
Suayvwon ¢ Kl o Bpépn e BETIKO AMOTEAECHA ETA ATTO AVIXVEUTIKO TTPOYpapua. H
oulN\oyn 16pwTa ota Bpépn ival TTPOKANGCN, KAl TTPETTEL VA EKTEAEITAL CUPWVA JIE CUYKE-
Kppéveg kateuBuvtrpleg 0dnyieg kat o€ €eI8IKeVEVA KEVTPA E TNV avaloyn ePmelpia.’

‘Exouv avantuxBei maveupwrdikég kateuBuvtrpleg odnyieg yia tn dlaxeipion Twv
Bpepwv pe apiBoAn Sidyvwon Kl uetd amod avixveuTiko éAeyxo."

MeTtd Tnv avakdlupn Tou yovidiou Tou «pubuioth diausuBpavikic diakivnong
16vTwv» (cystic fibrosis transmembrane regulator, CFTR), n avaiuon tou DNA yia Tig
KOIWEC HETANNAEELG Tou oxeTiCovTtal pe TNV Kl, éxel xpnolpomoinBei og peydio Babuo
w¢ n e€€taon deutepng emAoyNG.

To umeVvBuvo yla TN véoo yovidlo evtomioTnke To 1986 G€ TUAMA TOU HAKPOU OKE-
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METPHIH OPYWINOIONOY XTH TENNHZH

T

>0plo naboAoywwy tipwy (CUT-OFF) <oplo naboloykwv tipwwv (CUT-OFF)

FoviSiakdg éAeyyog i 2" pétpnon
Opunvoydvou i Tpwteivn mou
OXEeTileTal [LE TayKpeaTinSa

l T

QETIKOZ ANIXNEYTIKOZ EAEMXOZ APNHTIKOZ ANIXNEYTIKOZ EAETXOZ

|

AOKIMAZIA 1APQTA

S o~ T

APNHTIKOZ ANIXNEYTIKOZ
EAETXXOZ

Cl >60mmol/L Cl 30-59 mmol/L Cl <30 mmol/L
AIATNQZIH AMO®IBOAH AIAINQZIH WEYAQZ OETIKOZ
KYITIKHZ INQIHE ANIXNEYTIKOZ EAErX0Z
NAPANOMIMH ZE KENTPO KI, MNAPANOMINH ZE KENTPO KI,
Ma kAwikn ektipnon MNa smumAéov EAsyX0 Kat
Kal apakoAotBnon nopakololBnon

EIKONA 1. Baoikog akyoptBuog avixveutikol eAéyxou yla tnv Kl

Aou¢ Tou xpwpoowpatog 7. To moAurentidiko mapdywyo tou yovidiou sivat o CFTR. Me
™ Aentopepr] avahuon tou DNA acBevwv pe Kl éxouv avixveuTel meEPIOCOTEPEC ATIO
1.500 petaANdéelg, ol omoiec mapouatdfouv cuxvoTNTa ToU SIAPEPEL YEWYPAPIKA Kal
mAnBuouiaka.’? H petaAa&n AF508 mapouaiddel peyahutepn cuxvotnta otn Bopela,
oe ouykplon pe tn NoéTia Eupwrn, émou avédvetal n cuxvotnta AAAwv mTaboAoyikwv
peTard&ewv. Emeldn n ouxvotnta Kal 1o €i60¢ Twv peTald&ewy mapouatddel yewypa-
Q1K Kal €BVIKA Katavoun, Eival amapaitnTn n yvwaon TS KaTavoung Twv maboAoyikwv
OAMNAOUOPPWY O KABE EBVIK OAda TIPIV TNV EQAPHOYH TTPOYPAUUATWY TTPOANYNC."

YTTApXOUV ONUAVTIKEC SLAPOPEC OTA AVIXVEUTIKA TTPpWwTOKOAA eAéyxou Kl Tou epap-
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polovtal ota didpopa Eupwmaikd Kpdtn, LUE EPPAVE AVTIKTUTIO OTNV ATTOTEAECHUATIKO-
TNTA TOU KABE MPOoYPAUMATOC.* H TTOIKIAI TWV TTPWTOKOAAWY aVTAVAKAA TNV avTioTtolxn
Slagopd 0T YEWYPAPIKN Katavour Twv pPetald&ewv. MNa mapddelyua, meploxég Ye
XOapNnAR ouxvétnta tng AF508, 6mwg n votia Italia, XpeladeTal va EVOWUATWOOUV LEYa-
AUTEPO APIOUO PeTANNAEEWY OTO QVIXVEUTIKO TTpOypapa. Emiong, meploxég pe mAnbuopd
S100KOPTIIOUEVO OE HEYANEC ATTOOTACELS, WTOPOUV VA CUMTIEPINABOLVY Kal SeUTEPN ME-
TPNOoN Bpuivoydvou. Autd Ba PEIWCEL TOV ApIBUO TWV UETAKIVI|CEWY TWV VEOYVWV TTOU
uriofdAhovtal o€ dokipaoia 16pwta, 6TWCE To TTPOYPAUa TG MeydAng Bpetaviag.''8

MAEONEKTHMATA KAI KINAYNOI

H emidpaon Tou veoyvikoU avixveuTikoU ehéyxou otnv Kl €xel peetnOei ektevwg.'”
AUVO TUXAIOTIOINUEVEC MENETEG TTOU €XOUV OAOKANPwWOE(, pia otig HMA,'®" kal pia oto
Hvwpévo Baoihelo,? e€étacav ta maidid mou yevvrnkav oto Xpoviké Silaotnua
1985-1994 kai 1985-1989 avtiotolxa. Ta AMOTEAEGUATA AUTWY TWV UEAETWV €XOUV
amodeiéel onUAvTIKA 0@EAN amd TO AVIXVEUTIKO MPdypappa veoyvwy yia tnv K, aA\a
mapdAAnAa Bondnoav WOoTeE va eVIOTIIOTOUV Kal S1AQOoPOlL laTPoYEeVEIG Kivduvol. AN
TTNYN OTOIXEIWV V1A TNV ATTOTEAECUATIKOTNTA TOU AVIXVEUTIKOU TIPOYPAMATOC VEOYVWV
gival n avdiuon dedopévwy amd peydhec Baocelc KAVIKWY Sedouévwy, % kabwce Kal
MeEAETEC TapaTrpnoNnG.2*?® Ta amoTeEAECUATA CUVNYOPOUV UTTEP TNG EQAPHOYAC TOU
QAVIXVEUTIKOU TIPOYPAUMATOC TWV VEOYVWY, TOOO0 HE KPLTAPLIO TNV aNWTEPN KAIVIKA
ékPaon, 600 Kal Ta OIKOVOMIKA TNG UYEIAC.

Ta TTAEOVEKTHATA OTIO TOV AVIXVEUTIKO EAEYXO VEOYVWY, OTIWG AUTA £XOUV UEXPL
orjuepa avayvwploBei, eival Ta akoAouba:

Av&non

O@£€An amo TO aVIXVEUTIKO TPdYpaupa veoyvwy yia Kl mapatnprndnkav wg mpog ta
OWMOTOUETPLKA XAPAKTNPIOTIKA (UYPog Kat BAPOC) OTNV TUXALOTIOINMEVN UEAETN TWV
HIMA kat o€ 4 amo TIC 5 TAUTOXPOVIKEG PENETEC. 252

Maykpeatikn avendpkela - Avoamoppo@nacn

O nmpoacdloplopdg Tou Babuol tng ducamoppopnong fonbd va avtipeTwmiletal
owoTdA pe Beparmeia ev(UUIKNC UTTOKATACTAONC, EVW TTAPAANAC ATTOTPETEI TNV TIEPITTN
Bepameia oe aoBeveic e maykpeatikn emdpkela. 23! H éykaipn diayvwon tg Kl, pe ™
[BonBela Tou avixveuTikoU TTPOYPAUUATOG VEOYVWY BonBd oTnv amo@uyr KATaoTACEwWY
pe urrompwteivatpia kat avendpkela AmoSiaAuTtwy Brtapiviy, Adyw ducamoppopnong.

Mveupovomnddeia

TNV tuxatomoinuévn peAétn tou Wisconsin, n opdda twv maidiwyv mou Slayvwotnkav
ME aVIXVEUTIKO TTPOYPAUMQ, iXe AtyoTepeC BAAPBEC 0NV akTIvoypagia Bwpaka Katd
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Sldyvwon, xwpic autod va dlatnpeital o€ peyaAliTepeg NALKieC. AToSOONnKe 0TO YeYoVOG
OTI peydhog aptBuog madiwv o€ éva amd ta U0 KEVTPA TTOU GUMHIETEXAV ATTOIKIOTNKE
o€ UIKpN NAIKia amo Pseudomonas aeruginosa, emeldrf] 6ev tnpouvIav IKAVOTToINTIKA ot
KAVOVEC TTPOANWNCE KAl TIEPIOPICHUOU TWV AOIUWEEWY, UE ATTOTENECUA T LOAUVOH TOUG
amé Adn anolkiopévoug aoBeveic peyaAltePNE NALKiag TTou mapakoAouBouvtav o6To
610 kévTtpo.>2

2 & ONeC TIC HEAETEC TapaThpnong, dlamotwinkav KAAUTEPA AMOTEAECUATA OTIC
OKTIVOYPAPiEC Bwpaka OTIC OMASEC TOU AVIXVEUTIKOU TTIPOYPAMMATOC. TAUTOXPOVIKEC
peNéTec pe Sedopéva amo Tig HIMA €de1€av kaAUTepn veupoVvIKA Asitoupyia otnv opdda
TOU AVIXVEUTIKOU TIPOYPAUHATOC, TOOO OTIC NAIKIAKEG OpAdeC 6-10 eTwy, 60O Kal oTNV
opada 11-20 etwv.32 Mehétn mou Xpnotpomoinoe Baon dedopévwy Tou Hvwuévou
Baoiheiou Sev £deie Slapopég otnv mveupoviKA Aeitoupyia, aAG auTtd emTeuXONnKe
ME onpavTika Alydtepn Beparneia Tng opddag Tou avixveuTikol ehéyxou.*® AvtiBeta,
OM\avOIKn peNéTn mapatripnong €0el&e KaAUTePN MVEUOVIKA AelToupyia yia Tnv opdda
TOU QVIXVEUTIKOU TTPOYPAUHATOC HEXPL TNV NAIKIA TwV 12 €TWV,* Kat AN AucTtpaliavr,
£€6e1€e kaAUTEPN TTVEVUOVIKA AgtToupyia TTou SldpKeoe pexpL Ta 15 xpodvia (wnc.z

Avaykn OepameuTiKAG mapéppaong

Tooo n tuxalomoinuévn peAétn amd 1o Hvwuévo Bacilelo,?® 6co kal dMeg Suo
peAéteg mapatpnong,3® ¢dei€av 011 ol aobeveig TG opAdag Tou aviXVEUTIKOU TIPO-
YPAUMATOG €ixav 2-3 popég AMyoTepEC Eloaywyég ota Noookopgia amd Toug acOeveig
mmou Slayvwotnkav KAVIKA. EmmAéov, gixav Aiyotepeg avAaykeg yia evdo@AéPia Beparneia,
Kal Oepareia pe elomvedeva avTiBIOTIKA. TO CUUTTEPAGHIA TTOU TTIPOKUTITEL Eival TTWE N
avdaykn yla mepiBayn kal Ogpaneia eival pikpdTePN yia Ta maidid mou diayvwobnkav
MEOW TOU VEOYVIKOU EAEyYOUL.223

YUuXOKOIVWVIKEG EMTTTWOELG

H kaBuoTépnon va 1ebei n didyvwon tn¢ Kl o€ éva maidi mou mapouoidadel cUPMTw-
paTa PmopEl va eMQEPEL LAKPOXPOVIEC OUOUEVEIC PUXOKOIVWVIKEG ETIMTTWOELG, TTOU
enmnpedlouv Tn ox€on Yovéa-madlou Kal LEIWVEL TNV EUTTIOTOCUVN TIPOG TOUG BEPATOVTEC
ylatpoUc. OL TTEPIOOOTEPOL YOVEIG TWV KAIVIKA Slayvwopévwy acBevwy pe Kl umevBupi-
Couv N pakpd mepiodo afePaldTnTag Kat dyxoug mou mponyeital Tng Sidyvwong Kat
ToviCouv 6Tt Oa mpoTipoloav va gixe TeBei o éykaipn n Sidyvwon.*

EmBiwon

v tuxatonoinuévn pehétn tov Hvwpévou Bacihelou Bpébnke HikpdTepog Kivouvog
mPpéwpou BavdaTou oToug acBHevVeic TOU AVIXVEUTIKOU TTIPOYPAUMATOC, AV KAl O JIKPOC
ap1Ouo¢ Twv Bavdtwy Sev emtpémel TNV e€aywyr ACQAAWY CUUTTEPACHATWV.?' ZUOTN-
MaTIKA avaokomnon TG BIBAIoypa@iag OXETIKA e TN BVNTOTNTA AVEPEPE XAUNAOTEPO
kivéuvo Bavatou oTig opddeg 6mou n Siayvwaon TEONKE e TO AVIXVEUTIKO TIPOYpapa.Z
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Katd tnv epappoyr] Tou avixVEUTIKOU TIPOYPAUHUATOC, UTTOPEL VA TIPOKUTITOUV OUWG
KOl OPVNTIKEG OUVETTELEG,.

Yeudwg OeTiko amotéAeoua

‘Eva Peudwc BeTiko amotéheopa, pmopei va odnynoet o cuvalodnuatiki Sucpopia
Kal AyXog 0Toug yoVveic. [Na 1o Adyo auto Ba mpémel va Aapfdavovtal LETPa, WOTE HE TO
£@apuolopevo TpwWTOKOAO va eplopiletal 0To EAAXIOTO 0 ApIBUOC TWV PeLOWE OETIKWV
OTTOTEAEOUATWY Kalt N SIEKTTEPAIWON TOU EAEYXOU VA OAOKANPWVETAL OE CUVTOMO XPOVIKO
Sidotnpa. Emiong, Oa mpémnel va umdipxel oagrig akyoplBuog yia tnv a&loAdynon kat tnv
Slaxeipion Twv Bpe@wv pe ap@iBola amoTeAéoUATA UETA TO AVIXVEUTIKO TIPOYpaua.’

Ta Peudwg apvnTiKA amoTeAéopaTa €xouv oxéon Ue Tnv evaiodnoia tng pebodou
mmov epappoletal. H euaiobnaia Tou avixveuTtikou TTPOYPAUATOC TWV VEOYVWV YId TNV
Kl moikiAel avéhoya e 1o epappolOUeVO TTPWTOKOANO. X€ aVIXVEUTIKO éAeyxo TTou Baoi-
Cetai otov mpoodloploud Tou BpuPivoyovou os kapta Guthrie, n evaiodnoia e€aptdral
aré 1o 6plo TWV TIPwV TTou kabopilovtal wg maboloyikée (cut- off) (oo upnAdTepo TO
0pl1o, TO00 XapNnASTEPN N €UALCONOCIA). Z€ AVIXVEUTIKO TTPOYPAUA VEOYVWVY TTOU TIEPL-
AapBaver v avixveuon petala&ewv Tou yovidiou Tng vooou, n evalcBnoia oxetiletal
ME TN ouxvoTNTA TWV PETAAAEEWY OTOV EAEYXOUEVO TTANBUGHO Kal TTOIKIAEL avaloya
ME TN QUAR Kat TNV eBvikdTNTa.*>3% H euaiobnoia Tou avixveuTtikou TTPOoYPAUUATOC TWV
veoyvwv yla tnv Kl givat moAv upnAn (>99%), aAAd n BeTikn mpoyvwoTiky aia sival
XapnAn, mepimou 10%.%¢ Emopévwg, povo 1 ota 10 mepinou veoyvd pe BeTikd avixveu-
TIKO é\eyxo vooei and Kl, evw ta umdhoima 9 veoyvd, étav o éAeyxoc Baociletal otnv
aviyveuon HeTaANA&ewy, gival Qopeig TNG vOoou. To Puxohoyikod stress Tou Umopei va
EMPAVIOOUV OL YOVEIG TWV VEOYVWV E BETIKO AVIXVEUTIKO ENEYXO, UEXPLG OTOU N VOCOG
amokAeloOei pe dokipaoia 1Gpwta, cuvuroloyiletal oToug KIvOUVOUC TTOU ATTOpPEOUV
amd TNV epapuoyn evog mpoypdupatoc.’’

Kootog

MNa va e€ao@aliotei N amoteAecpatikn anddoon evog véou Hadllkol avixvVEUTIKOU
npoypdupatog ya tnv Kl, amartovvtal EmapKeic mOPOL yia Tnv eKNaideucn Tou mpoow-
TIIKOU KAl TNV 0pYyAvwon Kal EQAPoYH Tou TTIPWTOKOANOU. QOTOGC0, gival TAEOV COQPEG
TIWE N GUVOAIKH EMPBAPUVON TWV CUCTNUATWY LYEIAC Eival LIKpOTEPN dTav n Sidyvwon
TiBeTaL KaTd TN VEOYVIKN NAKIA AOyw TNG KOAUTEPNG KAVIKNG TTOPEIOG TWV TTAISIWV AUTWY,
TTOU €XEl WG GUVETTEIA TNV KATAVAAWGCN AlYOTEPWVY UYEIOVOUIKWVY TTOPWV.538

ANIXNEYTIKOZ EAEMXOX KI XTHN EAAAAA

Moplakn yeveTikn avdiuon otov EAANvIkd mANBuouo amokdAuye Tnv mapouacia
83 dlaopeTikwy PeTAAAEewY, KAAUTTTOVTAC TTOGOOTO 92% Twv aAAnAiwy Kl, amodel-
KVUOVTAC OTL 0 EANANVIKOC TANBUGOC TTapouctAadel pia aTto TIC MEYOAUTEPEC YEVETIKES
TIOIKINOOP®IEC, WE TTPOC TO Yovidio Tn¢ KI.*°
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H ouxvotnta g petdAaéng AF508 os xpwuoowpata EAAAvwy maoxovtwy gival
53,4%,* evw o€ mMAnBuopou¢ NG B. Eupwmng kal B. ApepIkng eivat >70%.* Emouévwg,
n evaloOnoia evég mMPOoyPAPMATOC AVIXVEUTIKOU AEyXOU TTOU TTEPIANAUPBAVEL HdVO TNV
avixveuon tn¢ petdAaéng AF508 Ba Atav pikpotepn amd 90% otn xwpa Hag (mepi-
mou 80%) kal XapnAGTEPN amod auTh mou apatnpeital otn B. Eupwrn kat B. Apepikn
(94%).3°4 To mpdPAnua Ba pumopovoe va Aubei pe Tn xpnotpomoinon evog @AouaTog
avixveuong MOAWVY HETOAAEEWY, AQUTWVY TIOU ATTAVTWVTAL CUXVOTEPA GToV EAANVIKO
mANBUONO. Zruepa, N e€EEMEN TNG TExvoloyiag Sivel Tn SuvatotnTa avixveuong mepio-
cotépwv amd 200 petard&ewv Kl pe oXeTIKA XapuNAS KOOTOG. 4243

2ZT0X0G AVIXVEUTIKOU MPOYPAHHATOG

ZTOX0G TOU PalIkoU aviXVEUTIKOU TTIPOYPAUUATOC Eival N eDPECN TOU EYAAUTEPOU
Suvatou mocooTtol acBevwy pe Kl, pe to Aiydtepo duvatd aplOud Ppeudwe BeTikwv
ATTOTEAECUATWY KAl PE TO HIKPOTEPO SuvaTo KOOTOC. AUTO UMopEl va emiteuxOei pe
™ xprion S1aQOoPETIKWY KABE POopda TPWTOKOANWY AVIXVEUTIKOU EAEYXOU TTOU UTTOPE(
va Sla@épouv amod TTEPLOXN OE TTEPLOXH, AVAAOYA HE TN XPNUAToddTNON, TNV EUKOAIA
AAWNC Tou Seiypatog aipatoc, TRV eukoAia MpdoBacnc aoBevwV-0IKOYEVEIWY O KAL-
VIKEC UTTNPECIEC, Kal TN YEWYPAPIKN KaTavoun Twv Hetara&ewy tng CFTR. H mAnpng
EVAPUOVION TwV TTPWTOKOMWV Sev gival oute emBuuntr oute duvatr. H emAoyr Aol-
TGV TOU EKACTOTE TTIPWTOKOAAOUL TTov Ba epappooTei, Oa e€aptnBei amd TIC mapakATw
TTAPAUETPOUC OTOV UTTO MEAETN TANBUGOUO: TNV KATAVOUN TV HeETaAAEewy Tn¢ CFTR,
TNV OIKOVOUIKH SuvatdTnTa KAAUYNG TOU AVTIOTOLXOU KOGTOUG, TNV EVKOAIA SeUTEPNG
alpgoAnyiac tTwv Bpepwy, TNV eukoia Sievépyelag Sokipaoiag 1ISpwTa Twv PPePwv.t

Amapaitnteg mpoUToBECELC TPV aTd TNV E10AYWYH AVIXVEUTIKWY TTPOYPAUUATWY
yia Kl eivatl ta opyavwpéva kévtpa Kl kat n amoteAeOUATIKA EMKOVwVia PeTAy Twv
YIATPWV KAl TwV YOVEWV. ZTd TTAAioIa TNG 0pOri¢ emkolvwviag Oa mpémel va AapBdvovTal
TIPOKATAPKTIKEG TTANPOPOPIEC VIO TIG OIKOYEVELEG TPV TOV AVIXVEUTIKO EAEYXO, KAOWC
KOl EMAPKEIC TTANPOPOPIEC YIA TOUG YOVEIC VEOYVWV UE KaT apxrv OeTIkO anmotéheopa
ard TOV AVIXVEUTIKO EAEYXO, YOVEIG veoyvwyv Ue Kl, Kat uyLEig popEic.
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Alayvwon KUoTIKN G ivwong PE ATumn
KAvikn) mpof3oAn

Aéomoiva T. Meppipn,' MdpBa |. ©s0bwpdakn?

H kuoTikr ivwon (KI) eival n cuxvotepn, coPapri, QUTOCWUATIKI UTTOAETOMEVN S1-
atapayxn otn Kaukdaola @uAA pe ouxvotnta iepimou 1 /2500 yevvnoelg.' To umelBuvo
yovidlo yia tn vooo, avakahuednke 1o 1989 o010 Xpwudowpa 7 Kal KwSIKOTOLEl TNV
napaywyn ¢ mpwteivng CFTR (Cystic Fibrosis Transmenbrane Conductance Regulator,
PuBuiotrc AlapepuBpavikng Alakivnong lévtwv). H ouykekpluévn mpwteivn Aitoupyei
WG KAVAAL LOVTWV XAwpiou SlapepfBpavikd mpog to mepBArov Kal evOoKUTTApPLa, Kal
gival onpavTIKn yla TV mapaywyn Tou 1dpwta Kat TN PAévvnc (Eikoveg 1, 2).

H enidpaon tn¢ poplaknc dtatapayng Tou yovidiou mou ek@pAaleTal pe Tnv mabo-
Aoyikn mpwteivn oto @avotumo tn¢ Kl e€aptdtal kat amdé aAoug mapdyovteg mépav
Tou &idoug TNG HeTAMAENC.

‘Exouv avayvwploTei ToAuHop@Iopoi ol omoiol §gv KATAAYOUV ammapaiTnTa o€
KAIVIKO (aIVOTUTIO, EVW OTTAVIOTEPA O CUVOUAGHOC SUO AWV 1] PUCIOAOYIKWYV TTOAU-
MOP@IOUWV UITopEi va TTpoKaAéael vooo. Emriong onuacia £xouv tpomomotnTikd yovidia,
n emidpaon tng deuTEPNC METANAENC OTO YOVOTUTIO Kl TIEPIBAANOVTIKOI TTAPAYOVTES
mou oxetiCovtal pe Tnv maboyévela Tou MpooPePAnuévou opyavou.?

H kAwvikr ékppaon tng vooou mapouctalel peydhn etepoyévela. Mepikoi aoBeveic
€XOUV ONEC TIC KAAOOIKEG KAWVIKEG EKONAWOELG ION amd Tn yévvnon e oXeTIKA Suopevh
TTPOYVWON, EVW AANOL £XOUV NITIOTEPEC 1} KAl ATUTTEC EKONAWGELG AV KAl OOCUYWTEC
petaAa&ewv tou CFTR yovibiou.

Z0pewva pe TV Eupwnaikni opdda didyvwong tng Kl mpoteivetal o Stlaxwplopog
0€ KAAOOIKN 1} TUTTIKI LOP@1] KAl O€ Un KAAOGOIKA 1 dturn.*

Ot aoBeveic pe tnv tumiki popen Kl mapouactdlouv éva rj TeplooOTEPA amd Ta Pal-
VOTUTTIKA ¥apakTnptotikd (Mivakag 1), maBoAoyikn dokipacia idpwta kat cuvriOwg pia
kaBoplopévn petdhhaén o kdBe CFTR yoviblo.

"Tunua AMepyikwv kait Avanvevotikawv Noonudtwy, IN. Maibwv MevtéAng
’Movdda Evrartikric NoonAegiag Neoyvwy, M.1.N. Nikatag «Ayiog Mavtereruwv»

AAAndoypapia: Aéomowa Mepuipn, dmermiri@hotmail.com
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EIKONA 1. TpiSiaotatn avamapdotaon tng CFTR mpwTteivng oTnv TeEAIKN TG 60N evtog
TNG KUTTAPIKNAG pepBpavng

H oofapotepn KAWVIKN ekGAAWON Tou TIEMTIKOU cuoThuatog otnv Kl gival n ma-
YKPEATIKN aveTApKELa Kal Hovo 15% Ttwv aoBevwy Slatnpouv IkavoroinTikou 3aduol
TTAYKPEATIKA A&lToupyia Xwpic va xpetdlovtal 181kA evCUUIKN urtokatdotaon. Ad Toug
0a0BEeVEIC M TUTTIKN HOoP@T), LOVO 10% €XOUV TTAYKPEATIKI ETTAPKELA.

Mptv amd Tov mpoabloplopd Tou yovidiou ol KAWVIKOI gixav eVTOTTioEl LK aANd Sia-
YVWOTIKA TTpoBANUATIKA opada maidiwv mou mpoéRalav He KAIVIKA XapaKTneloTika Kl
oTa omoia 6uwc n dokipacia Ibpwta dev ATav caPwc BeTIKN. MNa TNV Tapandvw opdada
urtpXe N eAmTida o1 0 yovidlakog mpoadioplopndc Ba emépepe StayvwoTikn emPBepai-
won Ue TNV untéBeon o1t n mapouaia dVo petald&ewv oto yovidlo Ba orjpave Kl, evw
@uololoyikd yovidia Ba tnv amékA&lav. Qotoéoo, Ta mpdypata dgv Tav T06o amid.

>T1¢ SekaeTieg Tou akoAouBnoav Tnv avakaluyn tou yovidiou, o aplBuog Twv Atu-
WV 1} acuvhBloTwy MepIMTWoewv e§akolouBei va auédvetal. To mocootd Twv dTunwv
TEPIMTWOEWV avépXeTal o€ 1-2% Twv SlayvwaBéviwv acBevwv pe Kl, ald auéavetal
S1apKWE AOyw NG HEYaAUTEPNG evalcBnTomoinong, TNE XPNong véwy, 1dlaitepa guai-
oONTwv SlayvwoTikWv PeBdSwy, Kat Tou avénuévou mocootol petardéewv Kl tou
CFTR yovibiou mrou €xel Bpebei ta teheutaia xpovia o€ eupL PAGHA LOVOCUUMTWHATIKWY
aoBevelwv mou mpooopoldlouv EAIVOTUTTIKA e TNV KI.°

KAwviki mpof3oAn atumng Kl

H atumn Kl mepidapavel acBeveic pe mpooBoln evog 1 TEPICCOTEPWY OPYAVWV.
Ol HOVOCUUMITWHATIKEC VOOOL TToU cuoXeTiCovtal pe To gawvéotumo tng Kl mapatiBevtal
otov lMivaka 2.
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EIKONA 2. H puaotoloyikri CFTR mpwteivn Asttoupyei wg Siaulog 1dvtwv xAwpiou ta omoia
KateuBUuVel 0To e§WTEPLKO TOU KUTTAPOU. AvTiBeta, n petarayuévn CFTR mpwteivn ote-
peital autng TG SuvaToTNTAG PE AMTWTEPO AMTOTENEGHA TN CUGCWPEVOHN TTAXUPPEVCTNG
BAévvng oTto €§WTEPIKO TOU KUTTAPOU.

O1 eplocdTepol aobeveic pe atumn Kl €xouv TTAYKPEATIKN EMTAPKELA KAl NTTIOTEPN
TIVEULOVIKN VO00. ZUViBw( ot KAMIVIKEG eKONAWOELC YivovTal epgaveic otnv epnPeia ntnv
evNAIKo {wH. ZNUEWVETAL OTL UTTAPXOUV A0OEVEIC TTOU apXIKA S1aTNPEOUVV IKAVOTIOINTIKN
Aertoupyia twv S1d@opwv opyavwy N oToid OUWC IE TNV TTAPOS0 TOU XPOVOU EKTTITITEL

AlayvwoTiKA Tpocéyyion

H didyvwon tn¢ Kl eivat kat’ apxnv KAVIKN, BaciCetal otn APn Aenmtopugpolg loTo-
PIKOU, TN owoTH a&loAdéynon TwV CULMTWHATWY Kal EMPBERAIVETAL EPYACTNPLOKA HE
BloxnMikE Kal YEVETIKEG HOKIUATIEG.

Mivakag 1. O1 aoBeveig pe Tnv Tumikn popen Kl mapouctalouv éva f TEPIOCOTEPA ATTO TA PAIVOTU-
KA XOPAKTNPIOTIKA TG VOOOU.

® AvOpIKn oOTelpoTNTa (apgpotepdmieupn ENNewn omepuatikov mépou - Congenital Bilateral
Absence of the Vas Deferens, CBAVD)

e Xpovia pivokoAmitida

e Xpovia avanveuoTikA véoog

o AloTapayEG TENMTIKOU Kal Bpéyng
o Apuddtwon He amWAELa vaTtpiou
® ATo@pPaKTIKN alwoomeppia
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Nivakag 2. MOVOCUUNTTWHATIKEG VOOOL TTOU cuoXeTi(ovTal pe To pavoTumo tng dtunng Kl.

® AVOpIKN oOTelpoTNTa (appotepdmAeupn ENNeWn omepuatikol mépou - Congenital Bilateral
Absence of the Vas Deferens, CBAVD)

o Pwikoi moAumodeg

e Xpovia pvokoAmitida

o |510maBri¢ xpovia, o&eia, ) umotpomAlouca MAYKPEATITIC
e EoTiakn XOMKA Kippwon We MUAaia uméptaon

o AN\ePYIKN BPOYXOTTVEUMOVIKY aoTiEpYiAwOoN

o Aldyuteg 18lomaBeic BpoyxeKTaoieg

e Xpovia nvevpovonabeia

Aokipaocia 1bpwta

H dokipacia-kAeldi yia tn Sidyvwon Tne véoou TTapapéVel 0 TTOCOTIKOC TTpoadlopl-
OHOG TWV XAWPLOUXWV OTOV I6pWTA LETA ATTO LOVTOQOPNON UE MAoKapTivn (LéBodog
Gibson-Cooke).” Epdoov n Sokipacia gival maBoloyikr, mpémel va emavaingBei Tou-
AAXI10TOV 2 POPEC O€ SIAPOPETIKEC NUEPEC.

TNV MAEIOVOTNTA TWV A00eVWV PE TNV KAAGOIKA A TUTTIKA pop@r TnG KI n didyvwon
givatadlap@iofAtntn. H kKAvikA umoyia ummootnpiletal e TNV avixveuon maboAoyIKAG
TIMAG WOVTWV XAwpiou otov 16pwTa (>60 mmol/L) kat empBeBawwvetal pe Tov mpoadlo-
PIoPO TNG HeTdAaéng ota duo yovidia tou CFTR.

Enimeda yhwpiou <40 mmol/L gival ucloloyikd, pe e€aipeon ta veoyva Kal Ta
mpéwpa Tou Xpeladetal EEXWPLOTH TTPOCOXH YId TNV EPUNVEIN TOU ATTOTEAEGUATOC.
S nUElWVETAL OTL OTIC TTPWTECG 48 WPEC TNG (WG Ol CUYKEVTPWOELG NAEKTPOAUTWY OTOV
1OpWwTa propei va givat oAU UPNAEC. MelwvovTal 0T CUVEXELA KAl EAAXIOTOTIOIOUVTA
oTI¢ 2-3 fdopdadec {wric. ZUVENWE GLUVIOTATAL N GUANOYH IOPWTA VA YiVETAL O VEOYVA
pEeYOAUTEPA TWV 15 NUEPWV, UE BAPOG OWUATOG PeyalUTePO amo 3 kg, Tou Sev Taoxouv
Kal gival emapkwe evudatwpéva.t

Qo1600 n dokipacia 1dpwTa éxel Kal Ta aduvapa onpeia TNG. Metall pualoloyl-
KWV Kal TaBOAOYIKWVY TIHWV UTIAPXEL pia Teptoxn «ykpilag {wvne» (40-60 mmol/L). Ot
aoBeveic pe dtummn Kl éxouv 0plako fj aKOUaA Kal GUCIOAOYIKO TECT I0pWTA.

Mivakag 3. AlayvwoTikog katdhoyog tou Maykdopiov Opyaviopol Yyeiag voonuatwy oxeTi(Ope-
VWV e pia Toulayiotov CFTR petdAhaén’

o Xpovia MayKPEeATITIG

o Mepovwpuévn anmo@pakTiki alwoornepuia

o AN\epyIKn BpoyxomveupoviKr aomepyilwon
® AIAYUTEC BPOYXEKTATIEG

o Aldyutn mav-BpoyxloAitida

® YKANPUVTIKA XOAAYYELTIC

o Neoyvikr unepBpuyivoyovaipia
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Fovidiakog éNeyxog

Z1nv Kl n cuoxétion yovotumou Kal @avoTtumou emnpedletal amd moAoU¢ mapd-
yovteg (Eikéva 3).

H umtapn duo petara&ewv oto yovidlo dev onuaivel amapaitnta KAIVIKA vooo N
TUTIIKN Hop@r} vooou. KdBe oplopog mou Baciletal ammoKAEICTIKA O€ YEVETIKA KpLTHpla
€ival EMOQEANAG £TOL WOTE KATIOLOG KAIVIKA UYING VA UITOPE( va XapaKTNPIoTEl we aoOe-
VAC Kat avTiBeTa, xwpic avixvelolun PeTdAaén i Ye TNV avixveuon pag LETAANAENG
o€ aoBevi pe paivétumo Kl va pn xapaktnpiletat wg mdoywv amo Kl (Mivakag 3). H
KAVIKA onUavTIKA ouvénela Ba eival n kaBuoTtépnon évap&ng Tng KATAANANG aywynig
TTOU UTTOPE( va EMNPEACEL APVNTIKA TNV KAIVIKA TTOPEIa KAl TNV TTPOYVWON TG VOOOU.

OraoBeveic pe dtumn vooo ouvnBwe eépouv omndavieg CFTR petaldéelc, mou Sev éxouv
aKkopa mpoadloploTei i LETAMAEEIG oTa vTpovia®’ H avixveuon Twv ormavidtepwy 1 Un
KaBoplopévwy PETOMAEEEWV gival oUVOETN, xpovoBdpog Kal akpIPr, CUVETWE N XPHON TNS
avaAuong Twv petaMaewy yia tn Sidyvwon T atumng vooou Sev sival TAVTOTE eUxePNG.'°

Métpnon pIviIKwv SUVAUIKWV

H evepynTIKr] HETAQOPA IOVTWV HECW TOU PIVIKOL emBnAiou mpokalei Siapopd
Suvapuikol n omoia pmopei va petpnOei e BortdueTpo avdapeoa og SVo nAektpddia.
To éva nAekTpodio TomoBeteital oTnv em@davela Tou embnAiou evw 1o NAektpdSl0 ava-
@opag (umodopla Berdva Tou avTIKATOMTPI(El TO EOWTEPIKO TIEPIPANNOV) ToTTOBETE ITAL
oto avtipdyxto (Eikova 4).

Modifier genes Environment
Molecular Electrical Bimcnniml phenotype
phenotype effact effect
% Clincial effects
Genotyping Nasal PD Sweat test lé"urﬂ:,,. ;?,,‘u:*"“‘
. 5 A Pancreas Salt loss

e
Pre-CF |

Classical CF Atypical CF/

] CFTR related
Loy disorder

insufficient) (often single organ
pathology)

EIKONA 3. 2xnuaTIKH OIEIKOVIONG TTAPAYOVTWY CUCXETIONG YOVOTUTIOU/@AIVOTUTIOU
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EIKONA 4. M€Tpnon PIVIKWV SUVAUIKWY

H Stagpopd pivikol Suvapikou ek@pddlel Tn dtagopd Suvapikou OTo AVATTVEUCTIKO
emONA0. Ztov uytr) TANBUCUO Ot TIHEC KUpaivovTal amd -15 éwg -25 mV. H abénon tng
TIMAC TWV PIVIKWV SUVAMIKWYV €ival EVOEIKTIKH VOGOU.

H Baoikn Stagopd pivikol Suvapikou amotelei évoelén tn¢ petagpopdg Natpiou Sia
Mé€oou Tou guaicBnTtou kavaliov peta@opdc Natpiou otnv aphopidn. Ekeivo dpwg mou
Béte1tn Sidyvwon gival o TPOMo¢g METABOARC TOU PIVIKOU SUVAUIKOU LETA TNV EKTTAUOT TOU
[BAevvoyovou pe Siagpopa SlaAvpata. H tomikn epappoyn aphopidng Ba avaoteilel thv
peTagpopd Natpiou kat Oa Tpokaléoel ENATTWON ToU PeyEBOUE TOU apvnTIKOU SUVAUIKOU.

H mpoaoBrikn SiaAvuatog mou gival EAeVBePO 1OVTWY XAWPIOU Kal OTN CUVEXELD
MPooONKnN 1oompoTepevOAnG Ba auénoel Tnv e€aptwpevn amd CFTR ékkplon 1OVTWY
¥Awpiou mpokaAwvtag unepmdAwon (Eikova 4).

Ta pvikd duvapikd o aocBeveic pe kKhaootkr Kl éxouv onpavtikn dtapopd amo
TOUC HAPTUPEC. Ta Bacikd pvika Suvapikd eival TTEPIOCOTEPO APVNTIKA, N andvtnon
otnv aphopidn sival évtovn kat dev avtamokpivovtal oxeddv kabBdAov oT1o eAeVBepo
YAwpoLxwv SidAupa Kal TNV TPoaBrkn 1oompoTtePeVOANG.'?

>1ouc aoBeveic pe atumn Kl n dtagpopd pivikou Suvapikol Ymopei va givat oplakn Kat
Oev UTTAPXEL YEVIKI OHOQWVIa WG TTPOG Ta akplfr 6pLa TTou GUVICTOUV TO TTABOAOYIKO
amoTéNEoA.

OLTEXVIKEG TTOU XpNOloTIOIoUVTAL CUEPA €XOUV BENTIWOEL KAl TTPOCAPUOOTEL OTIC
AVAYKEC TOL TALSLATPIKOU TTANBUGCUOU WOTOCO N XPHoN TOug e TTASIA IKPOTEPA TWV
5 etwv mapapével Suoxepnc.

Ec@alpéva amoteAéopata mPokUTTouv o€ aAAepyia 1) AEYHOVH Tou BAevvoyovou
kaBwc emiong o€ UTapén  MEOCEATN APAIPEC PIVIKWYV TTIOAUTTIOSWV TTOU PETABAAOUY
TIC NAEKTPIKEC 1816TNTEC TOU mBnAiov.
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Ta pwvikd duvapikd amoteAovv Tn Hovn in vivo péBodo ektipnong tng mpwteivng
CFTR oto avamnveuoTiko clotnua kal fonBouv otn diayvwon tn¢ dtunng Kl H pétpnon
PIVIKWV SUVAUIKWY XPNOILOTIOLEITAL ETTIKOUPIKA OTIG TIEPUTTWOELG TTOU O TTPOodLopl1-
OUOG XAWPLoUXWV oToV 1I6pWTa Kat 0 €Aeyxog Tou yovétumou aduvatouv va Bécouv
v dilayvwon.

AlayvwoTikog Ayop1Opog

H peydAn etepoyévela tn¢ vooou emBANEL TNV evaloBnTomoinon Tou KAVIKOU yia-
TPOU OTIC TOLKIAEC KAIVIKEG EKONAWOEIC KAl TNV KATAAANAN SlEPELVNON OTIC TTEPITITWOEIS
mBavri¢ atumnng popenic Kl. H Eupwmaikr opdada epyaciag mpoteivel éva SlayvwoTikd
OAYOPIBUO LIE OTOXO TN OWOTH SIAYVWON E TOV ATTOTEAECUATIKOTEPO KAl OIKOVOUIKO-
TEPO TPOTO (Elkdva 5).1314

Jupmepaopatikd n aturn popen Kl ota maudid kat otoug evnAikoug amoteAei aAnoivn
TTPOKANGN OTNV KAWVIKA TTPAEN. ZTIC TEPIOCOTEPEG TTEPITTTWOELG O YOVIOIAKOG ENEYXOG
Kal Ta pvika duvapikd urmootnpifouv f amokA&iouv tn S1dyvwon, aAAd akopa Kal OTIC
TEPIMTWOELG oL Sev prmopei va emPBeBaiwbei n Sidyvwon 6tav «UMOTTA» CUUMTWHATA
empévouy, ol acBeveic mpémel va umoAAovTal o€ CUCTNHATIKA TTApakoAoLBNon Kal
gviote BeparmeuTIKn aywyr TIPOKEIUEVOU VA ATTOPELXOOUV 1} va KABUCTEPHOOULV POVILIES
BAaBec ota Sidpopa cuoTtruaTa.
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Aokipociadpdta

v v 1
<30 mmol/l 30-60 mmol/l =60 mmol/l

1
| KévipoKI |

| Enavéhnym doxipaciog |
I

<30 mmol/l 30-60 lmmolf'l =60 mmol/l
‘ ‘Eheygos CFTRDNA ‘
[ T O ‘Eheyyog CFTRDNA ‘
| 0 petodddtag ‘ 1 petéddatn 2 ueroddders =
Klavuer enavertipnon | 0Metorhélerg | 1-2 Metohidalerg
Al Sréervooon
Nat ‘ On H Pwvikd Avvapukd |
I T I Zvotoon o
YEVETIKY|
—l Ko ‘ Apgifoia | ‘ TIoB/xo ’_ copfovin
I
Eheyyog yio petohhdles
otoyovibio CFTR
I f 1
0 perddion ‘ 1 perddioin ‘ 2 peroddiZels
l ErepovevaiaKI
— — WPeudhg Beikr] SokyLacia
Apgifoin-nepaxohovinen 1BpdTa
o kévipo KI
Ardryveoon: KI pn mB v Avchettovpyic CFTR Khacouwn KI
Mn «hooouwn KI
Aroyvootich MotaIIOY
l ! T
TTiBovt] dhn Subryvaot Iapoxoiovdnon oe kévipo KI ‘
Epyoompraxt] d1epebvmon ot

mopaxolovdnon

EIKONA 6. AlayvwoTikog AAyopiBpoc yia tnv Atdyvwon tng KI.
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H ameikovion otnv KUGTIKN ivwon

Apyvpw Madliwtn, EuBupia AAe€omoUAou

H KuoTtikr Tlvwon (KI) gival véoog Twv IVEUOVWY TTou TTPOKAAETAL arrd HETOAAEELC
Tou yovidiou CFTR (Cystic Fibrosis Transmembrane conductance Regulator, puBuiotng
SlapepuBpavikic dlakivnong 1OVTwWY) Kal TTapapéVeEL éva armd Ta 1o ouxvd Bavatneopa
kKAnpovopoupeva voonuata tng Kavkdotag uAric. Katd Ti¢ teheutaieg Sekaetiec, A\oyw
™G POOO0U TWV BEPATTEVTIKWV ETTIAOYWV, TO TIPOGOOKIUO EMPBIWoNG Twv aoBevwy EXEl
avénBei onuavtikd, pe Tpéxovoa péon empPiwon mepi ta 40 £€1n, n omoia avapévetal va
avénBei akdun mepartépw.’? Katd ouvémela, n mapakoAouBnon tng e€ENENG TG vooou
KOl TNG AMOTEAECUATIKOTNTAG TWV BepameuTIKWV MapepBaocswv diadpapatifel ohoéva
ONUAVTIKOTEPO POAO GTN PPOovTIOa TwV acBevwv. Ot KAIVIKEC TTAPAETPOL KAl Ol AEITOUP-
YIKEG SOKIHATIEG TV MVEVUOVWY, OTIWG N CTIIPOUETPNON, TTACXOULV aTTd TIEPLOPICUEVN
€valoBnaoia.? M’ auto To Aoyo, N TEPIOSIKN ATTEIKOVION TOU TIVEUOVA KabioTatal avaykaia.

Méxpl Ta péoa Tng Sekaetiag tou ‘90, n aktivoypagia Bwpaka ATav n eupuTepa
XPNOIUOTIOIOUHEVN PEBOSOC ATTEIKOVIONC YIA TNV TTAPAKOAOUONON TWV LOPPOAOYIKWY
aAaywv Twv Iveupuovwy atnv Kl. Akdua Kal cripepa og TOAA KEVTPQ, N TTAPAKOAOU-
Bnon tng véoou oe etota fdon mephapPavel kat Tn SlevEPYELa ATTANG AKTIVoypagiag
Bwpaka. ATIAR akTivoypagia Bwpaka yivetal emmAéov o€ TTEPITTWOELC 0&giag KAVIKAC
emdeivwonc. QoT1do0, HeNéTeC £6€1€av OTI av KAl TA EVPNAMATA TN AKTIVOYypaA®iag Bw-
PAKA CUCXETICOVTAL GNUAVTIKA E AUTA TWV AEITOUPYIKWV SOKILACIWY TWV TIVEUUOVWY,
W¢ HEB0SOC éxel emiong xaunAn evalcBnoia otnv avixvevuon MPWIHWY AANOIWOEWV.*

H Yrohoylotikr Topoypagia avayvwpiletal wg n péBodog ekAoyng yia Ty a&loAoynon
TWV HOPPOAOYIKWY OANAYWV TWV AEPAYWYWV KAl TOU TIVEUOVIKOU TIAPEYXUUATOC OTNV
KI,” kau givat péxpt oTtyung n poévn alomotn anelkovioTikg néBodog yia tn diayvwon
Kal TNV mapakoAouBnaon TN mpwihng vooou.t® Qotooo, KaBwc ekBETEl TOUC aoBeVEiC
o€ TOAU uPnASTEPEC SOOEIC AKTIVOBOAINC O CUYKPION UE TNV AKTIVoypagia Bwpaka,
n xpnon tng meplopiletal, diaitepa yia tn cuxvr mapakohoudnon.'%'3

B’ Epyaotripio Aktivodoyiag MNavemotnuiov ABnvwvy, NN «ATTIKON»
AMnAoypagia: EuBuuia AAeéomouAou, ealex64@hotmail.com
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MNa toug mapandvw Adyoug, Ta TeAeuTaia Xpovia o pdAog tng Mayvntikig Topoypa-
@piag dievpuvetal.

270 Keipevo mou akoAouBei mapouacidlovtal Ta BAcIKd aTTEIKOVIOTIKA EuprpaTa
otnv Kl oto Bwpaka.

AKTINOTPAO®IA ©OQPAKA

Ta eupripata otnv anmir aktivoypagia Bwpaka otnv Kl gival Ta akéAouba.

1. Emmédwon Twv nuidla@payudatwy, Hken kapdid, KUPTWon Tou GTEPVOU Kal auénon
Tou aépa omoBooTePVIKG, Adyw Tayideuong aépa.

2. pappoeldeic okidoelg Adyw TAXuvong TOU TOLXWHATOC TWV Bpoyxwv.

3. Mikpéc (ouxvd olwdelg) i LEYOAUTEPEC OKIAOELG, TTOU AVTIOTOIXOUV OE TTUKVWOEILG
Kal prmopei va AdBouv akoua Kal tn pop@n THNMATIKAS A AoBwdoug mveupoviag.
H Aoipwén pe Aomépyihho umopei va mapouatadetal emiong wg mMOKVWOon, Xwpig
€181KM AKTIVOAOYIKH €IKOVA. Oa TIPETTEL VA TNV UTTOYIACTOUE EAV UTTAPXEL TTUKVWON
OTNV aKTIVOoypa@ia Tou gaivetal Sucavaloyn os oXEon HE TIC AMNEC OKTIVOAOYIKEC
evdeielg tng vooou. To HUKATWUA gival omrdvio 810T1, cuvnBWC, Ot BPOYXEKTACIKES
KOINOTNTEG OeV €ival ApKETA PHEYANEC.

4, MpoméTela TwV TTUAWY, TIOU UTTOPEL va o@eileTal €iTe O SlaTeTAPEVA TTVEUOVIKA ay-
yeia AOyw TIVEUHIOVIKAG UTTEPTACNC,
€ite /Kal o€ Mapoucia SloyKwuévwy
Aeppadévwv Aoyw xpdviag pAeypo-
vn¢ (Eiova 1).

5. NapdA\nAec ypapég (Biknv ypap-
Mwv Tpap), SaKTUAIOEIOEIC OKIATEIG
N KUOTEIG PE/N XWPIG UYPAEPIKO ETTi-
medo, IkOvVa PeNIKNPLOpAC, eupn-
MATO CUVNYOPNTIKA BPOYXEKTACIWY
(Eikovec 2,3). Otav ol diatetapévol
Bpoyxolmepiéxouv Puopata PAévvag
(o€ o&eia Moipwén) ameikovifovtal
W¢ yavTopopepéva SAKTUAA.

6. Y€ OPIOUEVEC TTEPITITWOEIG N ATTAN
aKkTIvoypa®ia avadelkvUel pdvo -
Kova mayidsuong aépa e emitaon
NG BPoyxayyelakng okiaypaenong,
gupnpaTa avaloya tou dcOuatoc.

7. NveupoBbwpakag, mveupopecobw-

EIKONA 1: AkTivoypagia Bwpaka og maudi
HE KUOTIKN ivwon o€ apxiko otadlo tng vo-

PAKIO, TTOU UTTOPOUV KATTOLEC POPEC, OO0U: UTIEPEKTITUEN TIVEUHOVWY, SIOYKWON
va g€nynoouv {agvikn emdeivwon TIUAWV KAl TTEPIOPICUEVNC EKTAONC UIKPEC
Tou maidiov.™ o{WSEIC OKIATEIC 0TO S€E10 UEGO TIVEUHOVI-

Katd tnv eKTinon Twv am\wv aKTIvo- Ko medio.
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EIKONA 2: Avadelfn oe aktivoypagia Bw-  EIKONA 3: AkTtivoypagia Bwpaka og maidi

POKO EKTETAUEVWV BPOYXEKTATIKWY AANOI- L€ KUOTIKA (Vwon Og TO TIPOXWPENUEVO

woewv oto Se16 Mveuova He elkdva Siknv  0TASI0 TNG VOOOU: UTTEPEKTITUEN TIVEUUO-

«MENKNPLOPAC» o€ TSI JE KUOTIKN iVWwon. VWV, EKTETAUEVEG BPOYXEKTAOIEG (eIKOVA
SiknV «HeENKNPLOPAC»), HeYONUTEPEG Kal
TEPIOOOTEPEC OLWOEIC OKIATEIG OE AUPO-
TEPOUG TOUG TTVEUHIOVEG.

ypaoglwyv Ba mpémel va cupmnepINaUBAVETAL TO 0pATO TUNMA TNE KOIMAC, TTPOKEIUEVOU Va
eKTIUNBOLV TO péyebog Tou ATATOC Kal TOU OTIANVOC, MBavr) umodeia eviepikn amogpaén,
aofBeoTwoelg maykpéatog f Sidtaon NG KOG e avuPwon TwV NUISIapeayudTwy.
Oa mpémel emiong va ekTipdTal n mapoucia ooteondpwonc. TENo¢, va onuelwdei 6T
N EKTIUNGON TWV ATTAWV OKTIVOYPAPIWY TIPETTEL VA YIVETAL ATTO EUTTIEIPO AKTIVOAOYO, HE
yvwon Twv 1d1aitepwv KAIVIKWV TpoBANudtwy Twv matdiwy ue Kl.

Yndpyouv Sidpopa cuctripata Babpordynong Twv eUPNUATWY OTNV ATTAR AKTIVO-
ypagia. Mepikd amd ta eupUtEPa XpNolHomoloUpeva gival autd Twv Brasfield, twv
Shwachman kat Kulczyki' kat to Northern Score.” Z0p@wva pe to Northern Score ot
TIVeUploveg Xwpilovtal o€ 4 Tprpata, kabéva amo ta omoia Babpoloyeital améd 0-4 we €N

0= amoucia akTIvVOAOYIKWV onueiwv mpooBoAn¢ and tn voco

1= UIKPNAG €KTAONG YPOMMOELSEIG OKIATELG KA/} 0{WOEIG i} KUOTIKEG AANOIWOEILG
Slapétpou 0-5 cm

2= UEYAANUTEPNC EKTAONG YPAUMOELIOEIC OKIATELG Kal/1) 0lWAELG I KUOTIKEG ANNOIWOTEIG

3= g&éxovoa avénon twv YPAppoeldwv oKidoewy, TOAATAEG 0lWOELG | KUOTIKES
OANOIWOELC, EKTETAUEVEC TTEPLOXEC TTUKVWONG 1 OTEAEKTAGIAG

4=moM\amAd SinBripata pe eEAAXIOTo | KABOAOU PUGIONOYIKO TIVEULOVIKO TTOPEYXU AL

EmmAéov 6idovtal aA\ol 0-4 BaBpoi avaloya e TN CUVOAIKN EKTIUNCN TOU OKTIVO-
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A6yovu, pe Baon tTnv mapoucia eupnUATWY, OTTWE N S1IGYKWOoN TWV TUAWV 1 N Tapouacia
nveupoBwpaka. Etol, mpokuntel pia fabuoroyia pe péyloto to 20. Exel StamotwOei
OTLN EKTIKNON HE TO CUOTNHA AUTO OXETICETAL LKAVOTTOINTIKA E KAIVIKEG TTAPAUETPOUC,
onwg o FEV, katn FVC.

YMOAOTIZTIKH TOMOTPADIA

Ta amnelkovioTikA euprpata oe acBeveic e Kl otnv YmoAoyloTikr Topoypagpia me-
pAaupdvouv Ta mapakdatw:

1. BpoyxeKktaoieg, ouvemeia Tng xpoviag eAeypovng. Ot Bpoyxektaocieg epgpavifovtal
VWPIC 0TNV TTOPEIA TNG VOOOU, AroTEAOLV €va armod Ta KUPLOTEPA XOPAKTNPLIOTIKA TNG
kat oxetiCovtal pe v €NIEA TNG (Eikova 4).>8 H cofapdtnta Twv BpoyxekTactwy
ouoxeTi(eTal EMTIONG UE TO TTOCOOTO TWV TTAPOEUVOEWV. '

2. Mayuvon Tou BPoyxIKoU TOoIXWHATOG, armoTeAEl emiong évOelén AEYUOVIG TwV

AEPAYWYWV.

. MARpPNG A peptki andepaén Twv Siatetapévwy Bpoyxwy amd Buouata PAévvac.
4. Ynueia CUPPETOXAG TWV MIKPWV
AEPAYWYWV, OTTWE KEVTPOAOPLakd
o(id1a 6iknv BoAnc udhou kai eikova
nayidevong aépa. H mayideuon aépa
avayvwpiletal wg pla mePLoxn mou
6ev av€dvel TN TUKVOTNTA TNC OTIC
EKTIVEUOTIKEC TOUEC, WC Ba OEIle
@UOIOAOYIKA. Zuxvd BERala auTég
Ol TIEPLOKEG UTTOAIATOUVTAL, LIE ATTO-
TéAeopa va amelkovifovTal Kat oTIq
EIOTIVEVOTIKEG TOMEG WG UTTOTTUKVEG,.
TeAkd, Aoyw TNG evalhayng Quaolo-
AOYIKWV Kal TABOAOYIKWV TTEPLOXWV
nayibeuong aépa, auTr n €IKOVA TTe-
PIyPAPETAL WG AUATWON PWOoaikou.
H KAk} onpacia tng mayidsuong
aépa Kal TN urmoalpdtwaong gival Al-
YOTEPO KAAA KaBoplopéveg og oxéon
ME KV TV BpoyxeKTactwy, aAAd
mapouolalel peyalo evdlagépov.
Mapouataletal vwpic otn {wn Kal

w

EIKONA 4: Aovikiy Topoypagia Bwpaka
VYNNG eukpivelag o maudi PeE KUOTIKA
ivwon. Avadeién Bpoyxektaciwv wg (1)
mapoucia Slatetapévwv Ppoyxwv otnv
TEPIPEPEIA TWV TIVELUOVWY, (2) e€alein
TOU KWVOEISOUE OXNMATOG OTNV TEPLPE-

pmopei va katahapBAavel éwg kal to PEID TOU PPSYXOL Kal (3) AMEKSVION TNC
MO0 TOU GUVOAIKOU GYKOU TWV TIVEL- eykdpotag Slapétpou Tou Bpdyxou va ival
MOVWV Og AODEVEIG PE TIVEULOVIKN peyalUtepn amd Tnv eykapola SIAUETPO
vOoo TeEAIkoU otadiou.t™ TOU EMXWPIOU KAASOU TNG TVEUHOVIKAG

5. Eupripata amd To MVEUPOVIKO Tia- aptnpiac.
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PEYXUUA, OTTWG ELPUONUATIKEG KUOTELS, ELPUONA, TTAXUVON TwV PecoAoBISIaKwY
Slappayudtwy, aTEAEKTACI, TUKVWON Kat OKIACELG iknv BoAr¢ udlou. X Ta mepio-
00TEPA ATTO AUTA TA EVPHHATA AVTITPOCWITEVOUV TIAPEYXUMATIKI KATAGTPOPN] KAl
AaMa o&gia iy umoéeia @Aeypovn kal cuxva oxetiCovtal pe mapo&UVoelg TG vooou.
‘Onwg otV aminf akTivoypagia £€ToLKal oTtnVv YToAoyloTikr Topoypagia £xouv ava-
nrtuxOei Sidpopa cuoTAATA BaBUOAGYNONG KAl TTOCOTIKOTIOINGNG TWV LOPPOAOYI-
KWV ekOGNAWOoEWVY TNG vOoou, 0w Twv Bhalla, Helbich kat Brody.?"** Ta cuotrpata
auTa ival xprioipa otnv KAIVIKN Staxeiplon Kat tnv mapakoAolOnon ¢ eEENERC
e3> evw €xouv emiong xpnolpomolnOei o€ oplopéveS KAIVIKEG MENETEC. 22 Mia
OUYKPITIKN LEAETN €0€1€E OTI TA TIEPIOOOTEPA OLOTHATA BaBpoAdynong Umopouv
VA TTIOOOTIKOTIOIOOUV EMAPKWG TIG ONUAVTIKOTEPEG CUVIOTWOEG TNG VOOOU. 30 Exel
emiong amodeixBei 0TI n YnohoyloTikr Topoypagia sivatl mo gvaioBntn uébodog
yla v mapakoAouBnon tng eEEMENG TNG VOOOU O€ GUYKPLON UE TN OTTIPOopETPNOoN.?
YuvomTikd, 6Aa ta cuotripata Babuoldynong mephapBdavouy tnv ekTipnon tng
€KTAONG TWV BPOoyxeKTAOLWY, TOu Babuol Sidtaong Twv mMabBoloyikwy BPoyxwy,
™G MEPLBPOYXIKAG TTAXUVONG, TNG TTApouaiag eva@nvwpévng BAévvag, TNG Yevedq
TwV MPOoBeRANUEVWY BPOyXwy, TNG EKTAONG TWV CAKOEISWY S1OTACEWY 1| TWV
ATTOOTNMATWY, TNG TAPOUGCIAE EUPUOTUATOC, EPUONUATIKWY KUOTEWY, TTUKVWONG A
atelektaoiac. Mpdogata, ot Oikonomou kat cuv., TPOTEIVAV TNV ATTACTIOINGN TWV
ovotnudtwy Babuoldynong otnv KAVIKA TPAEN, mephapBavovtag tn fabuoloyn-
on MOVO TWV TTAPAKATW TTAPAETPWY: 0) EKTAON TWV BPOYXEKTAOIWY, B) TTAXUVON
BpoyxikoU TolwHaAToG KAl Y) Tapoucia MUKvwong  atehektaciag. EmmAéoy, yivovtal
TPOOTIABEIEC AUTOPATOTTIOINKEVNC AVANUGNC TWV ATIEIKOVIOTIKWY EUPNUATWY (Yia
TMAPASELY A TOU TIAXOUG TOU BPOYXIKOU TOLXWHATOC Kal TG mayideuong aépa), yla
Mia akOpa TTIo YPRyopn Kal armoTEAEGUATIKE TTOGOTIKOTIOINGN TNE VOoOU.
EmmAéov, n YT e Toug oUYXpOVOUC TTOAUTOUIKOUC TOUOYPAPOUC UTTOPEL VA TTAPEXEL
Oedopéva OXETIKA e TN AelToupyia Twv VeELUOVWY (oykopeTpia- CT perfusion), evw
pmopei va peletioet kat Suvauikég dladikaoieg, OTwg n tpaxelofpoyxopaidkuvon.®!
AuoTUXWG, N XPION TNG YIA TNV ATTOKTNON AEITOUPYLIKWV TTANPOPOPLWY TTIPOCOETEL éva
akopa mood aktivoPoliag, yi' auto gival pdhhov amiBavo 6Tt Ba xpnotpomoinBei wg
MEBOSOC pouTivag yia TNV amoKTNOoN AEITOUPYIKWY TTANPOPOPLWV.

MATNHTIKH TOMOT'PA®IA

O pohoc Tng Mayvntikng Topoypagiag Sieupuvetal Ta TeEAeUTaia Xpovia. Xpnoliuo-
TTOLWVTAC KOIVEG OKOAOUBIEC TTPWTOVIWVY PITOPOUV VA ATIEIKOVIOTOUV BPOYXEKTAGIEC,
TIAXUVON TOU 3poyXIKOU TOIXWHATOC, EVogrivwon BAévvag, Uypaepikd emimeda, TOKVWON,
KaBw¢ Kat TUNUaTikn i AoBwdng Kataotpo@r Tou mapeyXUUATOC.

H ameikovion twv Bpoyxektaciwv otn Mayvntiki Topoypagia e§aptatal amd
YeVIA Twv maboloykwv Bpoyxwy, Tn SIAPETPS TOUC, TO TTAXOG KAl TV £VTach CAUATOC
TOU TOIXWHATOC, KABWCE Kal TNV €VTaon orfuatog Tou BPoyXIKou dulou. Ot KEVTPIKEC
Bpoyxektaoieg amelkoviCovTal EUKPIVWG, EVW Ol TIEPIPEPIKOL BPOyXOl HETA TNV 3M-4"
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Yevid ametkovifovtal povo otav eival évtova maboloyikoi (Eikoveg 5 a,f3).

H amewkovion g maxuvong Tou Bpoyxikol TolXwHaToG e€aptdatal emmiong amod To
enimedo SlakAddwong, To TAXOG Kal TNV £VTAon CrHATOG TOU TOIXWUATOG TOU UTIO
e€€taon Bpoyxou. ETol, evw 6TO PUOIOAOYIKO TIVEUOVA arelkoviovTal EVKPIVWE UOVO
ol Aofaiol kat iowg kat kamolot Tpnuatikoi Bpdyxol, otnv Kl, Adyw mdyuvong Tou Toixw-
patog avayvwpilovtal Kal TEPIPEPIKOTEPOL BpoyXol. EmmAéov, n évtaon oruatog Tou
BpoyxikoL Toixwuatog og T2 akohouBia molkiAAeL. YPnARA évtaon orjpatog o€ T2 ako-
AouBiec avtimpoowmeVel 0idNua, eVpnua Tou MOAVWE amodideTal O EVEPYO PAEYHOV).
EmmnpdoBeta, evioxuon Tou TaxUoUEVOU BPOYXIKOU TOIXWHUATOG LETA TNV EVOOPAEPLa
XOpnynon mapapayvnTikAg ovciag moteVeTal 0TI OXeTICETAL ETTIONG PE TN QAEYpOVWON
SpaotnploTNTa TNG VOoou. Eival onuavti-
KO va onpelwBei 6T Ta pavopeva autd
Sev ameikoviovtal pe TNV YITOAOYIOTIKH
Topoypagia.

H evogrivwon BAévvag eival kahd opa-
T pe t™n Mayvntikr) Topoypa®ia, akoun
KOl 0TOUG UIKPOUG agpaywyous, Aoyw Tou
vPniol T2 ONUATOC TOU TTEPLEXOEVOU
vypou. Kabwc¢ ta Buopata BAévvng dev
gvioyxvovTal, ival eukolo va SlakplBouv
ammo TNV MAXUVon Tou BPOYXIKOU TOLXWA-
10¢. 3 Emiong, pe T Mayvntikn Topoypagia
pmopei va unmofonBnBei n evtémion tng
alpoppayiag og MEPIMTWOELS AUOTTITUONG:
n BAévva nmapouotdlel uPnAn évtaon on-
patog og T2 akohouBigg kat xapnAn oe T1
0KOAOUBIEC, EVW TO PPETKO aipa €xel UPNAR
€vtaon crpaTog T0o0 o T2 600 Kal oe T1
akolouBiec.

Ta uypaepikd emimeda ameikovifovtal pe
uPnAnA évtaon onuatog os T2 akoAouBieg
EVTOC BPOYXEKTACIWY (KIPCOEISWV I} GAKO-
€10wv). Q0TO00, € TOMEG TIEPITTWOELG, N
Siagopodidyvwon HeTall evog Bpoyxou
HE uypaEPIKS emimedo 1 vOC BPOYXOU HE
MEPIKN evo@rivwon BAévvag i onuavti-
KN TOLXWMATIKA TTAXUVON, WITOPEI va ival
SUOKOAN.

H mOkvwon otnv Kl ogeiletal kupiwg

EIKONEX 5 a, f: ZUykpion maBoAoylkwv
evpnudatwyv oto AMA, otn yAwooida kal
OTOUG KATW AoPoucg pe amelkévion (a) pe
AT kat (B) pe MT yia Tuxév opoldTnTeg o€
matdi pe KuoTIKA ivwon. Meta&u twv ah-
AWV OTO TUAMA 4 TOU APIOTEPOU TIVEUIOVA

mapaTNPOoUVTAl BPOYXEKTACIEG PUE EVOPN-
vwon BAévvag (n meploxn mePlypageTal
amod KUKAO).

oTNV TARPWON TWV KUPENSWY pE PAey-
HOVWOEC VAIKO, Yeyovdg mou odnyei o€
uPnAn évtaon orjpatog os T2 akoAouBiec.
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Zuykpioiun e tnv Yrnohoylotiki Topoypagia, n Mayvntikn Topoypagia ival og Béon
va amelkovioel agpoBpoyxOyPaUa wWE TTEPIOXEC XAKNAOU ONUATOC TTOU aKoAouBouv
TNV mopeia Twv BpoyXwv evtog TG mMUKvwong. 333

Me tnv €§€NEN TG vOOOU TIPOKAAEITAL OAOCXEPNG KATAOTPO®H TUNUATWY TOU
mivebpova 1 AoPwy, He pia mapopola epeavion otn Mayvntikr) Topoypagia pe tnv
YmoloyloTikn Topoypagia.

To mAeovékTna TG Mayvntikng Topoypagiag sival n emmpdobetn aloAdynon tng
TIVEUMOVIKAG AELTOUPYIaC, Xwpic aKTIVIKA EMPBApuvon. Xpnolpomolwvtag TPIodIdoTaTeC
T1 akolouBieg petd TNV evOoPAEPLa xopriynon mapapayvnTIKAG ouciag, Ta eAeippata
alpdtwong mou avayvwpiotnkav o€ 11 maidid Pe KUGTIKH (Vwon CUCXETIOTNKAV KOAA
JE To Babud TNC KATACTPOPNG TWV I0TWV.>® EmmAéov, Katd tnv nAikia Twv 0-6 €Twv
aMayé¢ aipdtwong Twv MVeVPovwY Ba pmopoucav va mapatnpndoulv amouasia cagwy
Hop@oloyIkwv aAaywv otn Mayvntiki Topoypagia.® Autd taiptddel pe Tnv mapati-
pnon otnv YmoAoyloTikr Topoypagia 0TI TTEploxEC TTayideuong aépag eival Tapouoeg
oe oxedov ta dvo tpita Twv aoBevwv pe K12

Eidiké ovotnua Babuoléynong Twv eupnudtwv otn Mayvntikry Topoypagia dev
UTTAPXEL MEXPL TWPA, SNUOGCIEUEVES LENETEC £XOUV XPNOIUOTTIOINOEL £iTE éva TPOTIOTOL-
nuévo Brody* i éva mpocappoopévo Bhalla / Helbich-score,®® xwpi¢ wotdéoo kamoio
aré auTtd Ta CUCTAKIATA VA €XEL ETTIKUPWOEL.
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N&iToupyIKO¢ Kal HopPOAOYIKOC
éAeyxoc Kpooowv

Mavaywwtng Mdaiiovpoc,'? Maptavva Nedapyou,?
Kuptakog Kuptdkou?®

O1KPOGOoOI KAl TA HAOoTiyIa Eival IKPOOKOTTIKA 0pyavUAALA T omtoid Tpoe&éxouv amd
TNV EM@AVELQ TNG KUTTAPIKAG MEUBPAVNC WG TPIXES Kal EUTTAEKOVTAL OE TTOIKIAEG BloMo-
YIKEC AEITOUPYIEC OTA EVKAPUWTIKA KUTTApA. Ot KpOoooi aveupiokovTal o€ eupL PAcHA
KUTTdpwv Tou avBpwrou mou mepNapdavel Ta emBNAIOKA KUTTApA TG AVWTEPNG Kal
KATWTEPNG AVATTVEUOTIKAG 080U, Ta EMONAIAKA KUTTAPA TWV VEQPWY, TWV XOANPOPWV Kal
TTAYKPEATIKWY TTOPWV, TOV EUPPUIKO KOUPBO (embryonic node), Ta emevdupatikd KUTTapa
TWV KOIAIWV TOU EYKEPANOU Kall TO EMONAL0 TwV CaATTiyywv. Ta HaoTiyla gival SouEC OHOLEG
ME TOUC KPOOOoOoU( Kal oxnuatiouv Tnv oupd twv oneppatolwapiwv.! Q¢ cuvénela tng
TIAPOUCIAC TOUC O TTOAA Kall SLAPOPETIKA KUTTAPD, Ol KPOGOO( EUTTAEKOVTAL O TIOIKIAEC
KAl ONUAVTIKEG AEITOUPYIEC LUE TTIO YVWOTEC TN ATTOUAKPUVGON TNG PAévvac Kat AAWY LypwV
KOl TNV KIVNTIKOTNTA TWV KUTTAPWV. AlYOTEPO YVWOTOC Eival 0 PONOG TWV KPOOTWVY OTNV
AMNAemidpacon Kat EMKOVWVIA TWV KUTTAPWYV LE TO EEWKUTTAPIKS TTEPIBANOV.?

O1kpooooi Slakpivovtal e SU0 TUTTOUC P Bdon T Aertoupyia kat Tn Sour| Toug, o€ a)
KIvnTikoUG Kpooooug (motile cilia) kat B) mpwtoyeveig, aloBntikoug Kpooooug (primary,
sensory, cilia).®> Aupotepol ol Tumot amotehovvtal and to Paciké cwpa (basal body)
TTOU AVEUPIOKETAL KATW ATTO TNV EM@PAVEIQ TWV KUTTAPWV KAl aTTd TOV KUTTAPOOKEAETO
N afovnua (axoneme) mou TTPOEeEEXEL ATTO TO KUTTAPO Kal ATTOTEAEITAL ATTO TTAVW ATTO
250 mpwrteiveg, ol omoiec cuvappoloyouvTal Kal oxnuatiCouv pia 181kn diataén amo

"Maibomnvevpovodoyikry Khvikr, Noookopueio «Apxiemiokomog Makdptog lli», Acukwaia, Kimpog

2Aiebvéc IlvoTtitouto KUmpou o ouvepyaaia ue 2xoAr Anudaiag Yyeiag MNavemotnuiov Harvard, Texvolo-
YIKO lNavemoTtruto, Aeugodg, Kompog

3Turjua HAektpovikoU Mikpookomiou/Mopiakric MaBoAoyiac, Ivotitouto Nevpodoyiag & levetikrig KO-
mpov, Aeukwoia, Kimpog

AMnloypapia: Mavayiwtng lidAoupog, p.yiallouros@cut.ac.cy
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MIKpOOWANVIOKOUC, eEWTEPIKOUC Kal ECWTEPIKOUG Bpayioveg Suveivng Kal Tov aKTIVW-
TO OXNMATIONO. ZTOUC KIVATIKOUC KPOOGOUC (KAl Ta HAoTiyla) Ol MIKPOOWANVIOKOL 0TO
a&ovnua éxouv dlataén 9+2, evw 0TouG aleBNTIKOUG KPOOOOUE, Ol OTToIO0I Eival akivnTol,
ol HikpoowAnviokol éxouv Sidtaén 9+0. Ot aleOnTikoi kpooooi Mpoeféxouv amod TNV
EM@PAVELIN TTOAWV TUTIWV KUTTAPWYV Kal avwUaliec otn dopr i Kal Tn A&IToupyia Toug
opiCouv oelpd MaBroewv, OTIWE OL TOAUKUOTIKOI VE@POI, To oUVSpoo Bardet - Biedl, To
ouvdpopo Meikel Graber kat aAa.* AUGAEITOUPYIA TWV KPOOCWV TOU EQBPUIKOU KOPPBOU
Slatapdocel tn ouviOn Se€1d/aploTepr) acUPPETPia 0T B€0N TwWV OTTAAXVWV, N OTTol0 OE
autn TNV epintwon e€ehioostal Tuxaia pe amotéAeopa 1o 50% mepinmou Twv aoBevwv
pe mpwtomnadry Suokivnoia kpooowv (MAK) va éxouv avacstpo®r Twv oTAAXVwV (situs
inversus). Xkomo¢ auTtou Tou dpBpou €ival n mapouciacn Tou onUAvVTIKOU PpOAOU TTOU
£XOUV 0 HOPPOAOYIKOG KAl AEITOUPYIKOG EAEYXOC TWV Kpooowv oTn Sidyvwon tng MAK.

EZEAI=H THX EPEYNAX T'IA ANATNQPIXH KAI AIATNQXH THX MAK

Metahhaéelc o€ yovidia ta omoia epmiékovtat otn Soun, Tn Asltoupyia rj Tn cuvap-
HOAOYNON TWV KIVATIKWV KAl AloBNTIKWY KPOGOWVY TTPOKAAOUV eupl @Acud Tabroswv
(ciliopathies). Q¢ ek TouTOU, 01 SlaTapaxég Twv KPooowv opiouv pia eTepoyevr opdda
TaOroewV UE TTOIKIAOUC @aIVOTUTTIOUC OL OTTO(0L KANPOVOUOUVTAL UE CWUATIKO UTTOAEL-
TIOUEVO 1 OTTAVIA UE UAOCUVOETO TpOTIO. AVAPESA OTIC TABNOEIC TWV KPOCOWY, N TILO
onuavtikni gival n MAK, n omoia agopd otn SUCAEITOVPYIA TWV KIVNTIKWV KPOCCWV
Kal KAnpovouEiTal Ye owpatikd umoAetmopevo tpdmo.? H MAK, MIM no 242650, sival
OTIAVL, APOU O EKTIMWHEVOG EMITOAACUOG TNG o€ S1d@opouc MAnBuopoU¢ KupaiveTal
a6 1:10.000 éw¢ 1:30.000.° H maBnon neptypd@nke yia mpwtn gopd to 1900 o€ aobe-
VEeiG e Bpoyxektaoieg kal avaotpo@r Twv omidyvwv. Ot ekdnAwoelg autég, dnhadn
Ol BPOYXEKTATIES, Ol PIVOKOATITIOEG KAl N AvACTPOQr OTIAAXVWY, TTEPLYPAPNKAV WG
XOPaKTNPIOTIKA Tpldda amod tov Kartagener o€ T€00€pELG AODEVEIC, KAl 0T CUVEXELD
avayvwpiotnkav w¢ KAIVIKO oUvdpopo TTou Tifpe To dvopa tou.® Ztn Sekaetia tou 1970,
o Afzelius ka1 cuvepydTeg IEPIEYPAYPE VIO TTIPWTN GOPA TN CUCKETION TWV BPOYXEKTAGI-
WV, TWV PIVOKOATTITIO WV KAl TNG AVACTPOPNE TWV GTIAAXVWY WE TNV amoucia Bpaytovwv
Suveivng oTig oupéc akivnTwy omeppatolwapiwv oTeipwv avdpwv.” ZTn CUVEXEID O
Eliasson R kat cuvepydatec® mpoTelve Tov 6po «aUVOPOLO aKIVNTWY KOOOOWV» YIa VA TTE-
PLYPAYEL ONEG TIC CUYYEVEIC AVWHANES TWV KPOOGWYV TTou Tpokaiovoav Slatapaxr Tng
BAevvokpooowTri¢ kaBapong kal avopik oTtelpotnTa. O 6pog mpwtomabric Suokivhoia
TwV Kpooowv (IMAK) mpotadnke amd tov Sleigh® (1981) yia va meptypdyel TIC CUYYEVEIC
Slatapaxég otn PIKPodoun Kal TNV KIVNTIKOTNTA TWV KPOOOWV Ol OTTOIEC ATTOTEAOU-
oav To KUPLO XAPAKTNPIOTIKO auTwv Twv mabriocswv. H mpwtondpa avakdiuyn tou
Afzelius, akohouBnBnke amd celpd dnpocieoswy Tou avédel§av Tov KUplo poAo Tou
NAEKTPOVIKOU UIKPOCKOTIOU KAl TIPOTEIVAV TNV MENETN TNC MIKPOSOUNC TWV KPOCOWV
w¢ Sokipaoia avagopdc (gold standard) yia tnv akpipry Sidyvwon g MAK. %13

311G puépeG pag n akpiPrg Sidyvwon g MAK e§akolouBei akopn va amotelei mpod-
KAnon kat amattei KaAf KAVIKA a§lohdynon Kat aplOud epyactnplakwy eEETACEWY
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MOV TTEPIAAMBAVOUV TOV EAEYXO TNG HIKPOSOMNAG, a§loAGYNON TNG CUXVOTNTAG Kal TOU
TPOTOU HOVNONC TWV KPOGOWY, UETPNoN Tou pvikoL povoéeldiov Tou alwtou (NO)
Kal émmou XpeladeTal HIKPOOKOTINON META amd Xpwon HE avoco@Boplopd Kabwe Kat
MOPIAKO YEVETIKO €AeYX0. O ENEYXOC E NAEKTPOVIKO HIKPOOKOTIIO &€ paiveTal AoV
va amotelei Tn Sdokipacia avagopdg (gold standard), apol apketég peNéteg umooTn-
piCouv o011 TouldytoTov 30% twv aoBevwv pe NMAK mapouctalouv QuUOIOAOYIKH HIKPO-
SopN TWV KPOOOWV O0TO NAEKTPOVIKO HIKPOOKOTO0.™ Ta TeEAEUTAID XPOVIA CNUAVTIKA
€&€NEN otnV Katavonon tng maboyévelag Twv TABHCEWY TWV KPOCOWYV ATTOTEAEL N
Tautomnoinon yovidiwv mou KwOIKOTIOIOUV SOUIKEG 1] Kal AEITOUPYLKEG 1O1OTNTEG TWV
kpooowv.” H avalritnon petara&ewv éxel Seifel oL mepimou 40% twv acBevwv e
MAK @épouv petardelc ota yovidia mou KwdIkomolouV TIg MpwTeiveg Twv Bpaxidvwy
Suveivng DNAIT kat DNAHS5, evw @aivetal 6Tt 0 KATAAoyog e Ta eUMAEKSEVA yovidla
Sleupuvetal MOAU ypriyopa.! NMpoo@ateg HOPIaKEC UENETEC ammoKAAUPay PeTAANAEELG
oT1o yovibio Tng mpwteivng DNAH11 o1 omoieg euBuvovTal yia 10 22% Twv aoBevwv pe
MAK pe @uoloAoYIKH UIKpOoSOoUr TWV KPooowv.'s"

KAINIKA XAPAKTHPIZTIKA MAK

O1 KAVIKEC ekdnAwoelg TN MAK mepihapBdavouv umotpomdalouoeg AoIPwEELC TOu
OVATIVEUOTIKOU GUCTHHATOC, XPOvia pviTida Kal pIvoKOATITIO0, BpoyXeKTATies Kat uTTo-
YovIHOTNTA. ZUXVd ol acBeveig ¢ Slaylyvwokovtal owatd, Sv TuyXavouv KATAANANG
BePAMEVTIKAG AVTIMETWITIONG KAl UTTOPEPOUV aMTd CNUAVTIK LAKPOoXpSOVIa VOO po-
nta Kal avénuévn Bvnrotnta. O emmoAacpog tng MAK umoloyiletal 61 Kupaivetal
amé 1:10.000 éwc 1:30.000, evw o€ MPoOoPaATn épeuva oTnV KOTTPo 0 EMMOAACUOC TWV
Slayvwopévwy mepimtwoewv nrav 1:10.000, n omoia sival n YnAdtepn otnv Eupwrn.®
To eUpnua autd ogeiletal TOUAGXIOTOV KaTd €va PéPOG 0To e6ALPETIKO €BVIKO SikTuo
avixveuong Kal ava@opdag UTTOTITWY TIEPIMTWOEWY, KAl 0TNV avantuén Twv SoKipuasiwv
eAéyxou w¢ amoTéleopa eBVIKOU Tpoypduuatog yia tn Sidyvwon ¢ mdénong mou
xpnuatodotifnke anéd 1o 16pupa Mpowbnong Epguvag Kumpou. Ot acBeveic pe NMAK
ouvnBw¢ SlaylyvwokovTal o€ TpoXwpnévN NAIKia, LeTd amd moAANd xpovia emipovwy
AVATTVEUOTIKWY EKONAWOCEWY, PE EYKATEOTNUEVN Kal TTOAECG popég cof3apry, Xpovia
niveupovoraBela.’® Ot acBeveic, mpiv Tnv emiteuvén tn¢ Sidyvwonc, ouvrBwc ummodAlo-
VTal O€ O€1pd EMEUPATIKWY, N AvayKaiwv S1ayvwoTIKWVY eEETACEWY, OTNV TPooTIAdELa
SlEUKpIVIONE TOU UTTOKEIUEVOU alTiov yia TV Katdotaor Touc.' H kabuotépnon otn
S1dyvwon ogeiletal Katd KUPLo Adyo oTnV Amoucia Twv KATAANAwWY S1ayVwoTIKWY
MeBBS WV Kat tn SuckoAia Mpocaong ota e€eldikeupéva SlayvwaoTIKA KEVTPA.

MIKPOAOMH TQN KINHTIKQN KPOZZQON

MapdTin akpiPric Sidyvwon Twv mabnoewv Twv KPooowv anattei orjuepa cuvduacud
SlayvwaoTikwv SOKIPACIWY, apou Kapptd e€€taon dev anotelei Sokipacia avapopdc,?n
a&loAoynon TG MIKPOOOUNG TWV KPOOOWV E NAEKTPOVIKO UIKPOOKOTIO e€aKoAoUBEl va
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Bewpeital Baoikn e€€taon yia tnv emiteuén tng Stayvwaonc. OLKPOooooi Kal Ta HaoTiyla gival
apxéyova opyavUALa Twv omoiwv n dour kat Asitoupyia éxel eEeNKTIKA StatnpnBei moTd.
K&Be puolooyikdg Kpoooog TIEPIEXEL EMUAKELS IKPOOWANVIoKou¢ Tou SlatdooovTal og
evvéa (elyn otnv e€wTePIKN TTEPIPEPELA Kal £va (VYOG OTO KEVTPO YIa VA OXNUATIoCOLV
™ yvwotn didta&n 9+2. Ot Bpayioveg Suveivng sivat LeyaAa TPWTEVIKA CUUTTAEYOTA TA
omoia amoteAolvTal ano Bapléc, evOlApeoec Kal ENa@péC aAUoouC. Ot TTPWTEIVEC AUTEC
€ival oUVOESEPEVEC UE TA EVVEQ TIEPIPEPIKA (EVYN MIKPOOWANVIOKWVY 010U oXnUatiCouv
TOUG E0WTEPIKOUC Kal eEWTEPIKOUC Bpayioveg Suveivng kal pmopolv va anmeikovioBouv
KATA TNV €€€TAO0N EYKAPOIWV SIATOWY TWV KPOOOWY OTO NAEKTPOVIKO HIKpooKkoTmio. H
S1dtaén 9+2 twv HIKpoowAnviokwv dlatnpeital e Tnv oot eIEn SIKTUOL GUVOECUWY
Kal BondnTikwv MpWTEIVWV Ol OTTOIEC ival Kal TTAM 0pATEC UE TO NAEKTPOVIKO UKPOOKOTIIO
WG AKTIVWTOG OXNUATIONOC (radial spokes) kat oUuvdeopol ve€ivng (nexin links) (Eikdveg 1,
2). OLpuololoyikoi kpooooi Sovouvtal pe ouxvotnta 10-30Hz e cuyXPOoVIGHUEVO TPOTTO
0 0TT0i0¢ AVTIKATOTTPICETAL OTOV TTPOCAVATOAIGHO TOUC, OTIWE PAIVETAL OTO NAEKTPOVIKO
Mikpookomio (Eikova 3). Exouv mieptypa@ei S1apopeg avwualieg otnv pIKpodour Twv
Kpooowy, KUpla og aoBeveic pe MAK. O1 1110 ouXVEC avwHaNiEC apopouv oTnV amouaia
1 OpikpUVON TwV EEWTEPIKWV N KAl TWV E0WTEPIKWY Bpayiovwv duveivng (Mivakag 1,
Eikoveg 4, 5), amoucia Tou akTIvwToU OXNHUATIOHOU, armoucia Tou KevTpikoU {glyouq
HIKpoowAnviokwv (Eikéva 6) pe petdBeon evog meplpeptkol {eVYOUC UIKPOOWANVIOKWY
070 KEVTPO.'? AUTEC Ol TABOYVWHOVIKEC AVWUAAIEC UTTOpPEl va amelkovioBouv pdvo pe To
NAEKTPOVIKO HIKPOOKOTIIO, TO OTTOI0 UTTOPEL VA SIAKPIVEL LOPPOAOYIKOUG GAIVOTUTIOU
Kal va KateuBuvel Tn avaltnon Twv avTioTolXWwV YOVOTUTIWV.

Eowrtepikdg Bpayiovag duveivng

E€wrepikdg Bpayiovag duveivng

ZUvdeopog vegivng

AKTIVWTOG OYNMATITPOG

Mikpoowhnviokog B

KevTpikoi HikpogwAnvigkol MikpoowAnviokog A

EIKONA 1. Eykdpota Statopr} Tou aovApatog KIVNTIKWY KPOGOWV HE T XOPAKTNPLOTIKN
S1dtaén 9+2 Twv pikpoowAnviokwv A, B kat C1, C2.
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# 200nm

EIKONA 2. Quololoyikry dopry Kivntikou  EIKONA 3. Quotoloytkoi Kpooooi pe KaAo

KPOOOOU GTO NAEKTPOVIKO IKPOOKOTIIO UE  TIPOCAVATOAIOMO, OTTWG QaiveTal Ao TIC

S1dtaén Twv PIKPOoWANVIOKWY 942 Kat Tta-  AEUKEG TTAPAAMNAEG YPaupéG mou Siépyo-

poucia E=BA kai EXBA. VTl Ao TO KEVTPIKO (eUYOC MIKPOOWANVI-
OKwV KABe kpoooou.

AEITOYPTIKOX EAEMXOZ KPOXXQON

H emiteuén tn¢ didyvwong tng MNAK amartei Tnv TeKUnpiwon XapakTnEIoTIKWY @al-
VOTUTIIKWY EUPNUATWY amd Tov ENeyX0 TOU KPOOOWTOU aVATVEUOTIKOU €MBONAiou Tou
Seixvouv dlatapayri TN ouxvoTNTAG Kal TPOTTOU SGvNOoNG TwWV KPOOOWV, KAl OTIG TIEPIO-
OOTEPEC TWV TTEPIMTTWOEWVY KAl LOPPOAOYIKEG AVWHAAIEC TwV Kpooowv. O €Neyxog TNG
66vVNoNC TWV KPOooWv e Pn@lakn urteptaxeia Bivreo kauepa (digital high speed video,
DHSV), emtpémnel tnv akpipr) aloAdynon tou Tpomou §6vnong Twv Kpooowv. Ot Kpooooi
Sovouvtal o€ éva emimedo TPOC TA UMPOCTA KAl TTIow, Wi armdKAIon TTPO¢ Ta TTAAYLa KATA
TNV Kivnon emavagopdg, Kal 0 EAeYX0G TOU TPOTIOU SGVNONG TOUG Eival ONUAVTIKOG, apoU
Slatapayég Tou oxeTiCovTal e CUYKEKPIUUEVEG AVWHAAIEG 0T UIKPOSOUN TWV KPOOOWV
1 METOANAEEIC O€ CUYKEKPIUUEVA Yovidla TTou eumAékovTal oTn maboyévela tng MAK.Z

MINAKAX 1. Aopikég avwpalieg mou ouvrBwg aveupiokovtat otnv MAK

E€wtepikoi Bpayioveg Suveivng Anouoia 1} Bpdyuvon

Eowtepikoi Bpayioveg duveivng Amouoia | pdyuvon

E€wtepikoi kal eowTepikoi Bpayioveg Suveivng Amouoia 1y Bpdyuvon

AKTIVWTOG OXNUATIOPOG Amouacia akTivwv Tou OXNUOTIOHOoU
Kevtpiko {elyog owAnviokwv Armouaia Kevtpikou {glyoug

AvwpaAn 942 didta&n owAnviokwv
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EIKONA 4. Attoucia EZBA kat EZBA. EIKONA 5. Armoucia EXBA kai mapouocia
Bpaxéwv E=BA (16&0).

v a&lohdynon Tou Tpomou SGvNoNG TWV KPOCOWV UIMOPEL va Xpnaotuornolinfoulv kat
Ol EIKOVEC ATIO TO NAEKTPOVIKO UIKPOOKOTIIO OTTOU UITOPOUV VA EVTOTIIOTOUV AVWUANIEG
OTOV TIPOCAVATOAICUO TWV KPOOOWY, OTTIWG Paivetal Kat otnv Eikéva 3.

FENETIKH THZ MAK

H MAK kAnpovoueital pe UTTOAEITTOPEVO CWHATIKO XAPAKTHPA, AV KAl OTTAVIA £X0UV
TEKUNPIWOEL TTEPIMTWOELC PIE EMKPATOUVTA CWHATIKO 1] pUAOCUVSETO TPOTIO peTAdO-

EIKONA 6. Arroucia KevtpikoU (eUyoug HIKpOOWANVIoKwV Kal aképatoug EZBA kat EZBA.
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onc. H MAK eival yevetikd etepoyeviig kal Tpokaleital amd petaAdelg os Siagpopa
yovidia.?>2 Yrnoloyiletal 611 Touhdytotov 250 MpwTeiveg amoteAouV 1o afovélo, N
KABe pia améd Tig omoieg kwodikomoleital amd EexwploTo yovidilo kat ToAAd dAAa yovidia
EUTAEKOVTAL OTN cuvappoAdyNnon Kal puBuIon TNG A&lToupyiag Twv Kpooowyv. Mapd
To 6TI N MAsloPn@ia autwyv Twv yovidiwv e€akoloubei va gival ayvwoTn ta TEAeuTaia
XPOVIA £XEL AVAKAAUQOEi onUavTIKOS aplBudc umoPrieiwy yovidiwv.2’ To mpwto yovidio
oto omnoio BpéObnke petdAha&n umevBuvn yia mpokAnon NAK eivat to DNAI1T to omoio
kwdikomolei pa mpwteivn evdiapeonc aAluoidag twv ewTepIKkwY Ppaxiovwy duveivng.?
Méxp1 orjuepa éxouv TautomolnOei LETAANAEELG O aPKETA YoVidla Ol OTTOlEG EXOUV TEK-
unpelwBei 6t mpokalouv MAK. Xta yovidia mepihapBdvovtal ta DNAHS5 kat DNAH11
Mo Kwdikomolouv Baptéc aluaideg Twv e€wteptkwv Bpaxidvwy duveivng.2 O apib-
MOC TwV yovidiwv Tou eumiékovTtal otnv maboyévela tng NMAK avéavetal' kal orjuepa
meploooTepa amod 20 SlagopeTikd yovidla éxouv ouoxeTioBei pe tn MNAK og avBpwmoug
(Mivakag 2) kal povtéha TnG vOoOoU O TIOVTIKIA.

AHWH, EME=ZEPTAZIA KAl A=ZIOAOTHZH AEITMATQN

2710 KEVTPO Uag, Ta SeiypaTa KpooowToU avamveuoTikoL emBnAiou AapBdvovtal pe
KUTTAPOAOYIKN BoupToa amd TNV KATWTEPN PIVIKA XOAvN, XWPIG TOTKG avalcOnTIko.
O PIVIKOC 10TOC TTOU AApPAVETAL JE TNV KUTTAPOAOYIKN BoUpToa HETAPEPETAL OE KAN-
AepynTikd UAIKO 199, To omoio mrepléxel 100 povadeg ava ml avtiBloTtikol StaAvpaTog
(oTpemTOMUKiVN Kal TeVIKIAAiVN, Gibco, UK).

KaBe Seiypa a&lohoyeital pe pérpnon tng ouxvotntag dévnong Twv kpooowv (ciliary
beat frequency, CBF) kal pe mapatripnon Tou 1pomou 66vnong Touc.” Xe epiAnyn, Ta
TUAMATA KpooowTou emBnAiov mapatnpouvtal o€ 37°C pe Tn BorOla aVTIKEIUEVIKOU

MINAKAZX 2. Kupta yovidia mou eumékovtat otny MAK

lovidio/Mpwteivn  Xpwpdéocwua E§ovia  Eviomion Avwpalia
DNAIN 9p13-21 20 Bpayioveg Suveivng Amouocia EZBA
DNAI2 17925 14 Bpayioveg Suveivng Anoucia EZEBA
DNAH5 5p15-p14 80 Bpayioveg Suveivng Arnoucia EZBA
DNAH11 7p15 82 Bpayioveg Suveivng Kapia
RSPH4A 6922.1 6 AKTIVWTOG OXNHUATIOHOG Amouacia KZ
RSPH9 6p21.1 5 AKTIVWTOG OXNUaTIopog  Amouacia KZ
KTU 14921.3 3 Kuttapomiacua Anouocia EXBA
(ouvapuoAoynon
Bpaxiévwv Sduveivnc)
TXNDC3 7p14.1 18 Ayvwotn Asitoupyia Amouacia EXBA
KPOOOWV

E=BA: ewtepikoi Bpayiovec Suveivng EXBA: eowtepikoi Bpaxioveg Suveivng KZ: kevipikd {euyog
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@aKoU x100, pikpookoTiou pwTdc ZEISS. EmAéyovtal TUAUATA KpOooowToU emBnAiou,
Xwpic BAévvn, kal Bivteoypagouvtal e uneptaxeia Bivteokduepa (FASTCAM, Super 10k,
Photron, UK) pe puBuo 500 Aqyelg (frames) avd sec og Bivteokacoéta Sony. Mvovtal
15-25 kataypa@ég, Sidpkelag 5,4 sec n k&Be pia, amd Touhdxiotov 10 S1APOPETIKA vN-
oidla kpooowTtou emBONAiou o€ KABE BloYia. XTn ouvEXeLa, ol BivTeoypaPnUEVEC APEIS
enmave€etalovtal og apyn Kivnon, Ue otdxo va KatapetpnOei o aplBuog twv APewy mou
amarrouvTal yla va cUmANpwBouv 10 KUKAOL 56vVNOoNG TwV KPOTOWV OTO CUYKEKPIUUEVO
TUAMA TOU 1oTIKOU vnotdiou. O aplBuédc Twv AjPewv yia T cupminpwon 10 KUKAwY
dovnong petatpénetal o ouxvotnta dévnong (CBF) xpnolpomoiwvtag tnv e€iocwon;:

CBF = (500/ap18uéc Aijpewv yia 10 Sovrioelg) x10

Aapfavovtal petpnoeic CBF amod 50 S1a@popeTIKA TUAMATA TWV I0TIKWVY vNoldiwv
kat umohoyiCetal n péon CBF kat Ta Staotipata gumotoouvng 95%. Ektdg amd tov
urtohoyiopd tn¢ CBF, og kdBe Seiypa mapatnpeital kat 0 Tpomog 66vNonG Twv KPOOOWV.

Metd T1¢ petprioelg TG CBF, To umodAoimo UAIKO Tou SEiyaTOC PUYOKEVTPEITAL, TO
UTTEPKEIUEVO KAANEPYNTIKO PECO amopakpUveTal Kal avTtikabiotatal pe SidAupa yAou-
Tepardelidng 2,5% (glutaraldehyde) og 0,1M phosphate buffer, yla mpwtoyevr| povipo-
moinon Kat e€€Taon e TO NAEKTPOVIKO UIKPOOKOTTIO. XTI GUVEXELD TA LOVILIOTIOINMEVA
Seiypata otabepomoloUvTal e agar, Kal UETA-HovIoTolouvTal (post fixed) pie osmium,
agudatwvovtal kal epmotiCovtal (embedded) og piypa pelivng Epon/Araldite. Ta mo-
AupEpIopéva UMMAOK KOPBovTal og NUIAeTTEC TOUEC avalATNoNS KPOoowToU emBnAiou
KOl TA TUAMATA TTOU TIEPLEXOLV 1OTO EMAEYOVTAL Yia KOYIUO TTOAD Aemtwv (ultrathin)
TOMWV apyupoU HE XpuooL Xxpwuatod. H avtiBeon (contrast) Twv TOQWY 0Tn CUVEXEL
evIoXVETAL e KOPEOUEVO 0EIkO oupavUAlo (uranyl acetate) kat KITPIKOG POAUPBSOG
(lead citrate) kai e€etdovtatl pe JEOL JEM 1010 nAeKTPOVIKO HIKPOOKOTIO. Z€ KAOE
Seiypa e€etdlovtal TOuNdXIoTOV 50 EYKAPOIEG TOUEG KPOOOWY KAl KATAYPAPOovTal Ol
avwpaliec otn pikpodoun (Mivakag 1) kat urroAoyilovtal n péon cuxvoTNTa TOUG Kal
Ta SlaoTAMATA EUMIOTOOUVNG 95%. AgiypaTta KpooowTou emOnAiou pe avwualieg otn
Mikpoboun o€ eploadtepouc amd 10% Twv Kpooowv mou e€etdlovtal Bewpouvtal
maBoloyika Sgiyparta.

EMIKPIZH - EPMHNEIA EYPHMATQN

H mpwiun kat akpiBrc Stayvwaon tne MAK eival avaykaia, Sedopévou 6T n peydin
TAELOVOTNTA TWV AGOEVWV £XOUV CUUNTTWHATA aTTd TN YEvvNon? 1 Ta TTpwWTa XPOVIa TNG
(wric. Evtoutolg, n Sidyvwaon ouxvd kaBuotepei kat mbavdv auto cupPariel og cofapn
vooneoTNTA Kal HEIWVEL TO TTPOodOKIpO emBiwong. Mapd Ti¢ peydAeg mPoodoug Twv
TeEAevTaiwy Xpovwy, n diayvwon tng MNAK eivat aképun S0okoAn kal amotelei mpdkAnon
yld TNV 1OTPIKA TIPAKTIKI A@oU ammaltei E16IKH EUTTEIPIA KAl EPYAOTNPIOKEC HeBOOOUC,
ol omoigg eival S1aBéoipeg o Aiya e€e1dikeupéva kKévTpa.

Oltavwpahieg oTn PIKpoSoun TwV KPOGowV, TToU KAACIKA BewpolvTal S1ayVWOTIKEC,
nephapBdvouv amouaoia rj Sopikr aMoiwon Twv e§WTEPIKWY Bpaxtovwy ) TwWV E0W-
TEPIKWV Bpaxiovwy Suveivng Eexwplotd f kat Twv dvo padi. H avelpeon Kpooowv pe
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AVWHUOAia 0ToV aKTIVWTO OXNUATIOHO Kal PETABEON eVOC TEPLPEPIKOU (EVYOUG HIKPO-
OWANVIOKWV 0TO KEVTPO €xel emiong ouoXeTioBei pe MAK, aAAd autég ol TTEPIMTWOELG
gival omavieg. BéBaia, umdpxouv avwuaAieg oTn PIKPOSOWN TWV KPOGOWY TTOU UTTOPE(
va gival deutepomabeic kat va ogeilovtal o€ mpoo@atn Aoipwén 1 eAeypovry. AutéC ol
Seutepomabeic alolwaoelg urmopei va SlakplBouv amd Ti¢ TaBoyVWHOVIKEG AVWUAAIES
¢ MNAK, apov tumikd Sev aveupiokovtal o€ GAou¢ Toug Kpooooug mou e€etdlovtal MNa
autoé 1o AdYo €ival onuavTiko va akoAouBeiTal NUI-TTOCOTIKN TTPOGEYYIon oTNV A&loNO-
yNon Twv avwpoAlwy Twv Kpooowy, e€etdlovtag ToUAdxIoTov 50 eykApOolLeg SIATOUES
avd TTEPITITWON KAl KATAYPAPovTac To £i60¢ TwV avwHaAIwY 0T JIKpodopur) Tou KaBe
KPOOOOU. ZNUEIWVETAL OTI AKOUN KAl OE UYL ATOUA, HEXPL 5% TwV KPOOOWV PEPOUV
AVWHAAIEC, YO aUTO Ol OTTOLEC AVWHOAIEC TIPETIEL VA aVEUPIoKOVTAL GE TOUAAXIOTOV
10% twv Kpooowv mou eetdlovTal yia va BewpnBouv onuavTikés. Emavalaupdvetal
OTLTTAPOAO TTOU N €E£TAON TWV KPOOOWVY OTO NAEKTPOVIKO PIKPOOKOTTIO gival dlaitepa
onpavTiki ya va tebei n Stayvwon, mpdopateg avagopég Seixvouv 6T1 30% Kal TAéov
TWV nepMTWoewv He MAK, pmopei va gépouv PeTaANAEelC o€ yovidia Tou eumAékovTal
oTn Sopr Kal AEITOUPYIa TWV KPOOOWY, VA €XOUV EMNPEACHIEVN KIVNTIKOTNTA, AANA TTapd
TauTa, va €XOUV PUGCIONOYIKN HIKpodour.'s"

EmmAéov, VEEG TEXVIKEG EXOUV pPavioBei Tou pmopouv va cupBAlouv og TTo akpIPn
Sidyvwon g NAK kal twv Stlatapaxwyv Twv Kpooowv, OTiwE N JETPNON TOU PIVIKOU Jo-
vo&eldiou Tou alwtou, 0 avocoPBOPIOUOC KAl O YEVETIKOG EAEYXOG. TO PIVIKO povoEegidlo
Tou alwTou emnpealeTal O€ APKETEC MABROEIC TOU AVATIVEUCOTIKOU CUOTAUATOC. XTNV
MNAK gival oxeddv mavtote moAU XapnAo kat €xel amodelxOei 6Tt xel kaAr evaleBnoia kat
el8ikéTNTa yia T Sidyvwon ¢ NAK,? étotmou va xpnotgomoleital méov w¢ Sokipacia
avixveuong (screening) acBevwv oe Siapopa e€e1dikeupéva kévtpa. H xpwon pe avo-
coPBOOPIOUO, LE TN XPHOoN EISIKWV AVTIOWHATWY 0 SOUIKEG TTPWTEIVEG TOU a§oVAATOC,
avédvel T SlayvwoTikh akpifela ya tnv MAK, al\a dev xpnotpomoleital eupéwc. H
MOPIAKN YEVETIKA €ival onpavTikKn yia tnv akpifny dtdyvwon, aA\d emi Tou TapovTog,
N €papuoyn ¢ gival meploptopévn kabwg ol pEBodol auTég Exouv PNAG KOGTOC Kal
gival xpovoBopeg, S10TL TOANG amd ta yovidla mou eumAékovtal otnv maboyévela Tng
MAK eivat moAU peydha, pe éktaon mavw amod 80 €dvia.

SUUITEQACHATIKG, Ta TEAEUTAIA XPOVIA CNUEIWVETAL EKOETIKN AVENON TWV YVWOEWV
yta tn dopn Kat tn Aertoupyia Twv Kpooowv. Mapd tnv epappoyr avavouevou aplOuou
CUUTTANPWUATIKWY EpYaoTnPIakwY HEBOSwV yia tn Sidyvwon Twv Slatapaywyv Twv
KPOOOWV TIAPAEVEL AVAYKaiog 0 EAeyx0¢ TNS SOUNAC Kal TN AEITOUPYIKOTNTAG YIa TNV
enitevén TNg akpiPoug didyvwonc.
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H avenmdpketla tn¢ al-avtiBpuyivne we aitio
TIVEUUOVIKIG vOoOU oTa maidid

Mapia MouoTtdkn, Avdpéac Opetlaylag

O avaotoléag TnG al-mpwtedong (protease inhibitor, Pi) ovopdaletal kat al-
avtiBpuyivn (al-AT). Eival mpwteivn Tou opou, avikel oTIC al-o@alpive¢ amo Tnv
amoyn ¢ NAEKTPOPOPNTIKAG KIVNTIKOTNTAC, TWV OTTOIWV ATTOTEAEL TO PEYAAUTEPO
HEPOG. Eival 0 KUpLoG EKMPOCWTTOG TOU CUCTIHATOG TWV AVIUTPWTEACWY KAl UTTOPE(
va avaoTteilel Tn dpdaon dagdpwv mpwteoAUTIKWY ev{Uwv. H avemdpkela tng al-
AT meplypdenke yla mpwtn opd 1o 1963 amod toug Laurell kat Eriksson,' ol omoiot
APATAPNOAV CUOXETION HETASU TNG XPOVIAG ATTOPPAKTIKNG TVEUOVOTIABEIag Kal
TWV TTOAU XAUNAWY CUYKEVTPWOEWVY TNG a1 o@alpivng KATd TNV NAEKTPOo@dPNON TWV
TTPWTEIVWV TOU 0poU. EKTOTE €xouV Yivel TOAEC TAPATN PN OELG TTOU CUVETENEGAV OTNV
KOTAVONON TWV EUTTAEKOUEVWY BIOXNMIKWVY UNXAVICUWY KOl YEVETIKWV Slatapaywv
Kal ofjpEpa Bewpeital amod TIC Mo GUXVA KANPOVOUOUUEVEG SlaTapaxEg, o€ ouxvoOTNTA
oxedo6v avahoyn Ue AUTAV TNG KUOGTIKAG ivwong.

H avendpkela ¢ al1-AT cuvdudletal pe av€nuévo Kivouvo yia Tnv eueavion mveu-
MOVIKOU EUPUONMATOC 0TV TPITN 1 TETapTn SekaeTia TNS (WG, NTIATIKNAC VOoOoU Katd ta
PWTA £TN TNG {WNAC, VEKPWTIKAC GAEYOVAC TOU UTTOS0PIov LOTOU, PPOYXEKTACIWY K.A.2

AOMH KAI AEITOYPTIKOTHTATHX AT-ANTIOPYWINHZ

H a1-AT gival éva popto YAukoCUAIwHEVNG TTPWTEIVNG, pe HéyeBog popiou 52 kDa.
MapdyeTal Kupiwg amod Ta NTTOTOKUTTAPA KAl ATTEAEUBEPWVETAL OTN CUVEXELQ OTN OU-
OTNUATIKA KUKAO@Opia.® 2& UikpoTEPO BaBuod mapdyeTtal amd Ta PoVoKUTTAPad Kal
amé ta emOnAlakd KUTTAapa Twv TIVEUPOVWV.** H al1-AT aveupioketal o€ OAOUC TOUG
10TOUC TOU CWHATOC KAl 0TA IOTOAOYIKA TTAPACKEVACHATA NTTATIKAC Bloyiag avayvw-
piCetal pe TN HOPPN KOKKiWV 0paTWV HE TO KOWVO HIKPOOKOTTIO HUETA amd Xpwon PAS.

I Maidiatpikn KAwvikr Mavemotnuiov ABnvwy, NN «ATTikév»
AMnAoypagpia: Mapia Movotdkn, mar.moustaki@gmail.com
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H Aertoupyia tng éxel 1S1aiTepn oNUAGia yla Toug MVEUUOVEG OTIOU 0 PONOC TNC Eival
n mpootacia Tou KUPEAISIKOU 10ToU amd TNV MPWTEOAUTIKA BAAPN TTOU TTpoKaAoUV
éviuua, OTIWCE N EAACTACT TWV TTOAUHOPPOTIUPAVWV.S

To yovidio mou €ivat urreBuvo yia Tnv Kwdikomoinon t¢ al-AT aveupioKeTal 0ToO
Xpwpoéowpa 14 otnv meploxn q31-32.3 kat ovopddletal SERPIN.2 Apketéc kKAnpovo-
MOUUEVEC TIOIKINOUOPPIEC TOU YoviSlou auTtou gival yvwoTéC. O @UGIOAOYIKOG PaIvo-
Tunog xapaktnpiletal we PIMM. Emreidry 8¢ kat ta dUo oAl (TATPIKO Kal PNTPIKO)
ouPBAaN\oLV GTNV TApPAYWYr TNG O TPOTOG KANPOVOUIKOTNTAG XapakTnpiletal wg
OUV-ETIKPATNTIKOG. Ta aAAAALa PE TNV KAWVIKA PEyaAUTEPN onuaacia Tou cuxvoTeEpa
odnyouv otnv avendpkela TnG a1-AT gival ta aAAALa Z kat S.2 KAvIKA onpavTtikd aAla
omavio givat kat to null yovidio (un mapaywyr a1-AT),? To omoio onuelwveTal wg Pi°
(Eikova 1).

Movnpng petdAhaén oto €€6vio 5 Tou Z alAnAiou €xel WG amOTEAECHA TNV AVTL-
katdotaon tou apvo&éog yhoutauivn otn Béon 342 Tng mpwTEivng HE To auvo&y
Auaivn.” To S aAAAI0 agopd TNV avTIKATACTAoN TNS YAouTauivng otn 6éon 264 tn¢
MPWTEIVNC PE To apvo&u Balivn.t Ot opoluywTeg yia To aAARALo Z epgaviouv mpwTei-
vn TTou oxnuatiel moAuuepr Ta omoia cusowpevovTal Kat Kabi{Avouv evTog Twv Nra-
TOKUTTAPWYV HE ATTOTEAECHA UEIWMEVN CUYKEVTPWON TNG al-AT otnv mepipépeia.?’ Ol
opoluywTeg yia To aMAAlo S apdyouv actadn mpwteivn mou amodopeital eUKoAA
EKTOC TWV NTTATOKUTTAPWY HE ATTOTEAECHA VA HEIWVETAL N NUiogla {wn TS TIPWTEL-
vn¢ autnc.2® H petdhaén Null tng un mapaywyn¢ al-AT, aveupioketal omavia.? 2tn
Bopela Eupwrn amavtdtal cuxvotepa 1o Z aAAALO VW N ouxvoTnTa Tou S aAnAiou
givat upnAdéTepn otnV IBNnpIkn xepodvnoo.

Ta emineda ¢ avenmapkoloag
al-AT molkidouv avdaloya MeE TN
METANAEN? Kal Ol TIHEC avaQEpo-
vtat otov lMivaka 1.

KAINIKEZ EKAHAQXEIX

Ol KUpLeG KAVIKEG eKONAWOELG
apopoUV TO AITApP Kal TOUG TIVEUO-
vec.> Ol ekONAWOEIC amod To AIaP
niapatnpeouvtal Nén amnd To MPWTo
£tro¢tng {wnc. Yroloyiletal 611 10%
TWV VEOYVWV W pawvoturo Pi ZZ Ba
gpgpavioouv nratitida kat xohoota-
on.2 H xoAdéotaon cuvnBwg eppavi-
CeTalamo 1o 2° urva Tng {wn¢ Kai 6
EIKONA 1. O avaotoAéag tng mpwteivng Z (M) oplopévou aoBeveic empével yia
0€ OUPMAEYMA PE TNV TpwTEivN Z (1) Sidotnua péxpt kat 8 prjveg.>1° H &i-
(HTTP://EN.WIKIPEDIA.ORG/WIKI/SERPIN.) atapayr TNG NIATIKAG Asttoupyiag
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MINAKAX 1. Yuoxétion emmédwv al-AT opou Kal ¢avoTumwv

Qawvotumog Enineda og uM
MM 20-53
MS 18-52
SS 20-48
Mz 15-42
SZ 10-23
ZZ 3-7

UM: micro Mol

otn Bpepikni NAKia gival cuvnBw¢ automeploptl{Ouevn av Kat gival Suvatdv va eMIPIEVEL
péxPL Kat TV €pnPIKA NAKia.>™® Ztnv eviAiko {wr), Katd Tnv 6" dekaeTia, 5-10% Twv 00Oe-
vwv Ue Pi ZZ gavétuno epgaviouv kippwon n omoia mbavov va e€eNixBei o€ NmaToKuT-
TAPIKO Kapkivwpa,’® 181aiTepa 0TOUC AVOPEC. ZNUEIWVETAL OTL N CUVUTIAPEN KAIVIKWV €KON-
AWaoEwv armod To ATap Kal Toug velpoveg oTo idlo dtopo gival acuvidng®

EkOnAwaCEIg amd To avanveuoTiKO

Ta dtopa pe avendpkela al-AT eppavifouv ekONAWOELG ammd TO AVATIVEUCTIKO 0TV
Tpitn N téTapTn Sekaetia Tng (wrig Ue TN Hop@r EUQUOUaTOC.? YrToloyiletal 0Tt 75-85%
TWV aoBevwv® e onpavTiky avermdpkela al-AT Oa epgaviocouv xpovia amo@pPaAKTIKH
niveupovordBela. H mielovotnta autwy Twv acBevwy eivatl i urpéav Kanviotéc.”* Ta
ouviOn cupmTwUaTa ival SUCGTIVOLA KATA TNV TTPOOTIABELD, CUPIYUOG KAl XPOVIOG Brixag.?
TNV TUTTIKH TOU HoP®N TO EUPUON A a@opd Ta KATWTEPA TTVeUUOVIKA Tedia (Eikova 2)
e€artiag Tng Bpadeiag meVUHOVIKNA G KUKAOPOPIAC KAl TG CUGOWPEUCNG TWV TTAOUGLWY
o€ ENAOTACN MOAUOPPOTIUPAVWY OTIC BACEIC. [oToAOYIKA TIPOKELTAL Yia SIAKUTO EUPU-
ONMa® o€ avTiOeon e TO EPPUON A TWV KATIVIOTWY TTOU €XEL IOTOAOYIKA XAPAKTNPIOTIKA
KEVTPOAOPIWO0oUC ENPUOTUATOC.
Ot AeItoupyikéc SoKIPaoieg TNG
QVATIVONG OTOUG TAOXOVTEG ava-
Selkvuouy peiwon tou FEV, evw
1o FVC gival uGIONOYIKO 1) eAa-
@PA HEWMEVO. O UTTONEITOEVOG
oykog (RV) kat n oAikA xwpnTti-
kétnta (TLC) eival avénuévol,
€VW N SLaXUTIKN KKavoTNTA TOU
niveupova e CO sival peiwpévn.
H kaumuAn porig oykou deixvel
TIEPLOPIOUO TNG EKTIVEUOTIKNG
PON¢ N omoia dpwC eival Suvatov
va gival avaotpéPiun, HETd EIKONA 2. Euguonpa twv KAatw Aofwv o eviAKo
xopnynon BpoyxodlaoTaATikou, ue pawvotumo PiZZ.  (Orphanet J Rare Dis 2008)"
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Kal N CUUTTTWHATOAOYIA TOU aoBevoUg va Tipocopoldlel pe doBua.> 1> Apketoi aoBeveig
Me avemrdpkela al-AT Siaytyvwokovtal we TAoKovTeg amo dcBua otnv maidiki nAKia
1 otn veapn evnAiko {wn."*Xtn Slamiotwon auTr odnyei peAETN'® 124 veapwy ATOUWY
pe @atvéTtumo PiZZ mou SlayvwoBnkav amo tn veoyvikn nAikia katd tnv nepiodo 1972-
1974, ota mAaiola aviyveuTIkoU eAéyxou TTou €ytve otn Zoundia. X nAikia 20 eTwv me-
pimou, 29% autwv avépepe LOTOPIKO uToTpomiddovta cuplypou, 16% andxpeuyn Kal
17% Svonvola mpoomadeiag. H Sidyvwon tou doBuatog gixe 1ebei amod 1o Bepdmovta
1atPo o€ 15% TwV ATOPWY TNG MEAETNG. ZNUEIWVETAL OTL TO I0TOPIKO untotpomdlovta
OUpPLYHOU Kal duoTvolag TTpooTradeiag avixveLBNKe € oNUAVTIKA UPNAOGTEPO TOCOOTO
OTA ATOMA TTOU TAV KATIVIOTEG H TTPWNV KATIVIOTEC. H TVeUOVIKA AglToupyia Twv CU-
METEXOVTWVY OTN MEAETN ATAV KAT' OUGIA PUGLIOAOYIKH aveEApTNTA ATTO TOV TTAPAYOVTA
TOU Kamviopatoc. H mveupovikn Aettoupyia yevikda Slatnpeital eVTOg TwV pUOIOAOYIKWY
yla TNV NAKIa TOU atOpoU opiwv péxpL Tnv 5" 1 6" dekaetia T {wng av mpdKeLTal yia
MN KATIVIOTEC Kal PEXPL TNV 3" 1 4" SeKaeTia 0Toug umoloimouc.'

Oplopévol aoBeveic pe avemdapkela al-AT epgavifouv xpovia Bpoyxitida n fpoy-
xektaoies.® O1 aoBeveic autoi cuVABWG £XOUV TTIO EKTETAUEVO EUPUONUA Kal coPBapo-
TEPOU Babpov amdéepaén.

Amd Ta avwTépw ival EPPAVEG OTL N CUPMTWPATOAOYIO ATTO TO AVATTVEUOTIKO O€
datopa e avendpkela al1-AT agopd Toug evnAikoug Kal JANoTA PETA TRV 3" SeKaETia
e dwnc.

KAWikéG peléTeg Opwc €xouv deifel 0TI otnv matdikr nAikia ot etepoluywTEC ival
mo eunadeic oto mabnTikd KAmvioua 1} mapouotalouv auénuévn BpoyxIKn unepa-
vTidpaoTtikéTnTa. Avaiutikétepa ot Corbo kat cuv'® Siamiotwoay, peretwvtag 997
matdid nAikiag 11-13 etwv, 6TL o1 SEIKTEG AvaMVEUOTIKAG AElTOUpYiag Toug Sev CUOKE-
tiCovtav pe TIG LETAAMNAEEIG TNG aT-AT. ZTnV opdda OpwE Twv MAdIWV TTou eKTiBevVTO
OTO KATVIOMA TwV YOVEWY Toug StamoTtwOnke peiwon tou Adyou FEV,/FVC, kat Twv
MECOEKTIVEUOTIKWV powV (FEF,s;5). ‘Otav e€etdotnke Tuxdv aAAnAemidpaon autrig
NG HEiwoNG TNG AVaAMVEVOTIKAG AlToupyiag oToug maBnTikoUg KAMVIOTEG O€ OX€oN
ME TIG METAANAEELC TIC UTTEVBUVEG Yia TNV avemdpkela TNG a1-AT, diamoTtwOnke ot
N heiwon Atav Peyalltepn oToug eTEPolUYWTEC Yia KATolo aAARALo Kat n Slagopd
aut ATav OTATIOTIKA onuavTiki ya to Adéyo FEV,/FVC (p=0,035) kal yla to FEFs,
(p=0,023). Mapodpola ftav Ta eupnuata twv Ehrenstein kat ocuv.' ol omoiol mpoo-
S10ploav ta enimeda tng al-AT otov 0pd 3526 maldlwyv oXoMKAG NAIKiag. Ta maidia
pe emimeda al-AT <116 mg/dl (5" EO tou umod e€étaon mAnBuopou) mapoucialav
OTATIOTIKA CNUAVTIKE, AV Kal KPR EAATTWON, TV SEIKTWY TN AVATIVEUOTIKIAG AEL-
Toupyiag. Ztov uTTomMANBUO S OUWCE Twv TTALdIWY TTOU ATaV eKTEDEIUEVA O TABNTIKO
KATVIOA ot S€EIKTEC TNG AVATTVEVOTIKAG AEITOUPYIAG ATAV OPKETA PEIWHUEVOL OE EKEI-
va JE xaunAd emineda al1-AT kat n Sla@opd autr ATAV EMIONC OTATIOTIKA CNUAVTIK.
Avdhoya xaunAotepol fitav ot SEIKTEG TNG AVATTVEUOTIKNAG AElToupyiag oTa maidid pe
XaunAd emimeda a1-AT mou Atav ekteBelpéva og vPnAA eminmeda ATHOOPAIPIKAC PU-
mavong oA\ n Stagopd dev NTAV OTATIOTIKA GNUAVTIKA. Q01600 0T PHeAETN AUTH
oUTe Ta dtopa pe XapnAd enimeda al-AT oUte ol eTepolUYWTEG yia Ta aAMAAld Z R S
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Sev eixav aufnuévo kivduvo doBuatog i BpoyxIkng urepavTidpacTikOTNTAS, BPOY-
xitidag n alepytkng pvitidac.

AvtifBeta, o Townley kal ouv?® pehetwvtag avdloya pe To eawvotumo tng al- AT
™V BPoyXIKn uTEPAVTIOPACTIKOTNTA OTN PETAXOAIVN SlamioTwoav oTaTIoTIKA onua-
VTIKA auénuévn ™ BpoyXIKn avTiOpaoTIKOTNTA TWV €TEPOlUYWYTWV Yla TO AAAAI0 S
0€ Ox€on Me autoug mou Ttav M opoluywTeC 1 eTepolUYWTEC yia To aAAnALo Z. Auth
n Stapopd mapépelve akOUn Kal 0tav amno to Seiypa e€aipébnkav Ta ATopd PE KAWVI-
K] oupmtwuatohoyia doBuatoc. Exel emiong 0&ixOei, oe pikpod Seiypa madlatpikwy
aoBevwv,?! 611 o1 eTePOlUYWTEC Yla Kamolo aAAAlo TTou émaoyav amnd dcBua eixav
avaykn vPnAotepeg SOCELC PAPUAKWY OE OXECN L€ CUVOUNAIKA AoOUATIKA TTadId e
@uUOololoyIkd gavotumo al-AT.

EvSiagpépov mapoucidlouv Ta EUPHATA LATTWVIKNG MEAETNG? 61OV Ta eminmeda al-
AT otov opd ipoodlopioTnkav og 483 maidid oXoAIKAC NAIKiag, xwpi¢ va mpoodiopl-
oTel 0 pavoTumoc. X& 2,9% tou Seiypatoc (14 maidid) Stamotwonkav xaunAd emineda
a1-AT (<160mg/dl). To cuvolo Twv Madlwv AuTAG TNG OPASAC EixE LOTOPIKO ANNEPYL-
K¢ vooou, 4c0uatog i/Kal GUUMTWUATWY CUPLYHOU.

Emiong o€ kKAvIkr pehétn tou Wadsworth kat ouv?® otn M. Bpetavia SiamotwOnke
OT1 ol €TeEpolUYWTEC Y To Z aMAo gixav umepdimidoto kivbuvo (OR 2,32, 95%Cl
1,37-3,92) ep@avion AoIUWEEWY TOU KATWTEPOU AVATIVEUOTIKOU GE OX£OT UE TOUC N
etepolUywTEC, eVvw 0 Kivouvog Ntav avénuévoc katd 58% (OR 1,58, 95% Cl 1,10-2,28)
yta Touc S etepoluywTeg ou dev ATav Kal Z eTePolUYWTEC.

Enmedn n al-AT eival mpwteivn oéeiag @docwc, ta emineda tng €xouv mpoadlopl-
o1&l o PpoyxoKUPeNSIKO EKMAUUA OE VEOYVA UE Bpoyxomveupovikr duomhaaia. Ot
Merritt kat cuv? (1983) SlamioTwoav SIMAACIACHO TwV eMMESWV TN OE VEOYVA TIOU
TeAIka avémtuéav Bpoyxomveupovikr duomiacia. Avdloya ATav Ta upruaTa Kal Twv
Davies ka1 ouv? ge 1o mPooPaTn eNETN (2009). Emopévwg dev mpémel va cuvOéeTaln
avemdpkela a1-AT pe tn Bpoyxomveupovikn Sucmhacia og avtiBeon pe 6,11 cUpPaivel
JE TNV NTTATIKH VOGO 0T VEOYVIKN NAIKia.

AIATNQZTIKH NPOZEITIZH

AlayVWOTIKA TTOCOTIKOC Tpoadloplopdc TnE a1-AT Kal emi avemapkeiag, mpoodlopl-
OUOG TOU QAIVOTUTIOU YLl TUXOV METAANAEELC ouvioTaTtal' va yivetal o€ a) EVNAIKOUG e
EUQUONUA A XPOVIA ATTOPPAKTIKA TIVeUovortddela i e doBua mou n andgpaln Sev
QVTICTPEPETAL IKAVOTIOINTIKA HETA amd emapkry 66on Bpoyxodlaotaitikol gapud-
KoU, B) 0€ ACUUMTTWUATIKOUG EVNAIKOUG E amO@PaAn TwV AEQPAYWYWVY OTIC AEITOUPY!I-
KEC AVATIVEUOTIKEC SOKIMAOIEC EQOOOV €ival KATIVIOTEG I £XOLV ETTAYYEAUATIKN €KBEON
o€ ToIKEC ovaieg, y) o€ veoyvd, maitdld 1 evNAKOUC UE NTTATIKA VOCO AyvwoTou alTl-
oloyiag 6) og evnAikoug PE VEKPWTIKN GAEYHOVH TOU UTTOSOPIOU 10TOU. XNUEIWVETAL
ot o€ TepinTwon aduvapiag pétpnong tng al-AT adpn ektipnon TS TOCOTIKNAG TNG
AVETTAPKELOC UITOPEI VA YIVEL ATTIO TNV KOV NAEKTPOPOPNON TWV TPWTEIVWY TOU 0pOoU
alohoywvTag TNV mapouasia tng al-oeaipivng.
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MNa dlayvwoTikoug emiong Adyoug Ba mipémel va cu{ntdatal, Kal Epooov Tov amodé-
XovTal, va yivetal mpoodloplopog Twv PETOAAEewY Twv umelBuVWY yia ENAelYn al-
AT oTig akOAouBeg ouddeg aoBevwv:'? a) og evnAikoug pe BPOYXEKTATIEG AyvwoTou
aitiohoyiac: ) og epnfoug pe emipovn amd@paén aspaywywy OTIC AEITOUPYIKEC ava-
TIVEUOTIKEC SOKIAOIEC KAl 0 EVNAIKOUC YN KATIVIOTEC UE avAAoya EupriUaTa: Kaly) o€
€VNAIKOUG PE TOAUCUOTNUATIKA ayyeittida (anti PR-3 avTtiowpata OeTika).

Ma é\eyxo TN mMpodiabeong, mMPoodlopIoUoC TV PeETOMAEEWY cuvioTdTal va yi-
vetal o adéh@la madlwv pe Slayvwopévn avendpkela al-AT.'2 O éheyxoc autdc, o
€BehovTikn Bdon, umopei va emekTabei 0TOUC YOVEig, 0TOUC ATTOYOVOUC KAl OTOUC ATTO-
MOKPUOHEVOUG OUYYEVEIC. MNMapduolog éNeyxog umopei va culntnOei kal og ouyyeveic'
(abéNp1a, yoveic, amoyovoug, AANOUC GUYYEVEIC) 6Tav KAMoLo PENOG TNG OIKOYEVELAS
gival yvwotog etepoluywtng PeTdAAa&ng umeBuvng yia avemrdpkela al-AT 1) ultdpxel
OIKOYEVEIOKO 10TOPIKO XPOVIAC ATTOPPAKTIKNG TIVEUUOVOTIAOELAC 1 NTTATIKAG VOTOU.
Emiong, o éAeyxo¢ pmopei va oulntnOsi kal pe Atopa avamapaywylkng nAikiag mou
€xouv auvénpévo kivduvo ekdiwong voonudatwy mou oxetiovtal pe avendpkela al-
AT 1 6Tav o CUVTPOPOC Eival YVWOoTO OTI ival eTepoluywTnC.

> € oplopéveC Xwpec? omwe n Zoundia kal ol HIMA éxel mpoodloplotei 6T n ouxvo-
™ta TG avemdpkelag tng al-AT kupaivetat améd 1/1575 dtopa (Zounbdia)” o 1/2857-
1/5095 dtopa (HMA).23° Me Bdon tov mAnBuopd twv HMA umohoyiletal 611 undpyxouv
80.000-100.000 dtopa pe avendpkela al-AT. H ouxvotnta dnhadn ival n idla pe autn
NG KUOTIKNC ivwonc oti¢ HIMA kat Simidoia otn Zoundia. Ta dedopéva autd cupPwva
pe Tnv American Thoracic Society/European Respiratory Society'? SikatoAoyoUv tov
TIPOANTITIKO YEVETIKO €NeYX0 O€ £BeNOVTIKY BACN OTO YeVIKO TTANBUGHO oTNV €PNPIKA
nAia og xwpeg pe ouxvotnta al-AT >1/1500 dtopa Kal UPNAG TOGOOTO KATIVIOTWV.

ANTIMETQMIZH

O1 BepameuTikéG SuvaTOTNTEC €ival IB1aiTEPA TIEPLOPIOUEVEC. AEV UTIAPKOUV TUXAL-
OTIOINMEVEG LENETEG SOKIUNAG PAPUAKOU OE OXEON UE EIKOVIKO QAPUAKO YIa EAEYXO TNG
ATOTEAECUATIKOTNTAG TNG aywync. Mveupovomabela i nratondOela tehikov otadiou
UTTOPEl VA QVTILETWITIOTOUV PE UETAUOOXEVON.

Qo1600, n American Thoracic Society kal n European Respiratory Society'? guvi-
OTOUV TN xopnynon al-AT evbo@AeRiwg pe okomd TNV avénon twv emmédwv g o€
atopa Pi ZZ pe FEV, 35-65% tnG mpoPAemOuevN TIUAG.

IS1aitepn onpacia BéRata éxel, yia ta maidid mou givat 1epoluywTeG 1) opo{UYWTES
Kamolag LETAAa&NC urreuBuvNG Yla avemdpkela al-AT, va Unv apxiocouv to KATVIoUa
apyotepa otnv ggnPeia 4 otn veapn eviiiko {wr, eV av TTPOKEITAL YIO KATIVIOTEC
gvnAikouc va To S1aKOYoUV eyKaipwc.

JUMIEPACMATIKA OTN VEOYVIKN, Bpe@Ikn kal TaidikA nAikia n avemdpkela al-AT
€KONAWVETAL WE NITATIKE VOOOC Kal OXl W¢ TIVEVHOVIKN. QoTtdoo gival 1bdlaitepa onua-
VTIKH N aro@uyn NG €KBeoNC o€ TaBNTIKO KATIVIOHA TWV TAISIWY [E QVETTAPKELD a1-AT
KaBwc Kal N 1N évapén kamnviopatog Twv 18iwv Katd tnv epnpeia r tnv eviiiko (wi.
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uyyevnc lNvevuovia

Owtewvi-Mapia Xavtln, lewpylog Aidong,
Kwvotavtivog Mamayapou@ding

H @Aeyuovr Twv mveupudvwy mou epgaviletal evdounTpla 1 TIC TPWTEC WPEC META
NV yévvnon ouviotd exwploTr) VooohoyIkr ovtotnta. Ovouddetal ouyyevAG TVEUOVIa
Kal ouvodeveTal amd oAU pHeyAAn BvnToTNTA KAl vVOOnPOTNTA.

EMIAHMIOAOTIA

H enimtwon tng ouyyevolg veupoviag e€aptdtal amo Ta KpIThpla mou £xouv Tebei
yia ™ Sdiayvwon, alAd kat amd tov mMANBuoud TNG KABE PEAETNG. ZUPPWVA WE TIG TTE-
PLOOOTEPEC PENETEC, N EMIMTWON TNG VEOYVIKAC TIVEUHOVIAC Kupaivetal amd 5-50 mepl-
MITWOoELG avd 1.000 {wvTta veoyvd, auéAaveTal OPWE ONUAVTIKA OTavV UTTAPXEL AEYOVH
TWV UPEVWV TNG UNTEPAG, TPOWPEOTNTA 1 EI0pOPNON UNKwViou.

AITIOAOTIA

Avdaloya pe Tov Xpovo Kal Tov TPOTIo TTou TIPOKANBNKE N Tveuovia, pmopei va
TtalvounOei oe T€ooepIC Katnyopiec:!
1. Zuyyevii¢ mveupovia, otnv omoia n Aoipwén pe Tov maboyoévo mapdyovta €xel yivel
Sta uéoou Tou makouvta. H hoipwén yivetal eite amo 100¢, 6w o 16¢ TNS puBPAC,
0 HEYAAOKUTTAPOIOC KAl 0 1OC TOU amAoU £pnTa, gite amd BakTrpla, OTTWE TO MUKO-
Baktnpidlo TNG puuaATiwoNG. ZUyyevi¢ Mveuovia pmopei va mpokAnOei akdua kal
amo napdotta, 6w o Toxoplasma gondii. H cuyyevii¢ mveupovia mou TpokAROnkKe
Mé€ow TNE Aoipwéng Tou MAaKouvTa ival cuvriBw¢ PEPOC YEVIKEVUEVNC OUYYEVOUC
Aoipwéng Tou guPpuovu, mou pmopei va EAafe xwpa akOUa Kat apKeTd Xpodvo mpLv
TNV yévvnon.?

Movaba Evrartikric Osparneiac Neoyvwy, I1.I.N. Maieutripto «EAeva Bevi(éAou»

AMnloypaeia: MamayapoupdAng Kwv/vog, neonatal-cl@hospital-elena.gr
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2. Evéountpia pAsyuovr Twv mveuudvwy, mou S1amotwveTal pe Blogia Twv nveuudvwy
oe evbountplouc Bavdtoug r| o€ veoyévvnTta TToU TIEBavav TIC TTPWTEG NMEPES TNG
(wRC¢ e 1oTopLkS evdounTtplag acpuéiac.

3. MNvevpovia mou éxafe ywpa katd tn Sidpkela Tou TOKeToU. Ta CUUNMTTWHATA EUPA-
viCovtal Ti¢ mpwteg NUéPeC (wric. H Moiuwén opeiletal oe maboyovoug pikpo-
0PYAVICHOUC TTou amolki{ouv To YevvnTIKO CwARva TN¢ UNTéPag. To ouxvoTtePo
ureLOUVO PIKPOPRLO gival 0 B-AIPOAUTIKOC OTPENMTOKOKKOG, EVW AlYOTEPO CUXVA
MIKpOBLa gival To koAoBakTnpidlo Kal n AMoTEpLa N LOVOKUTOYOVOC. [ToAU cUy-
Xpoveg pueléteg deixvouv 6tL maBoyovol pikpoopyaviopoi, 6w 1o Mycoplasma
Hominis kat Ureoplasma Urealiticum, mou péxpl onjuepa 8 supmephapfdavoviav
OTOUC AITIOAOYIKOUC TTAPAYOVTEC TTOU TTPOKAAOUV Aoiuwén oto veoyvo, nmaifouv
ONMAVTIKO POAO OTIG GUYYEVEIC AoluwEelc. H Aoipwén Twv mveupdvwy pmopei va
Yivel Katd Tn S1APKELA TOU TOKETOU, ETA aTto APEDN EMUOAUVON TOU YEVVNTIKOU
owAnva katd tn Slapkela Sievépyelag S1ayVWOTIKWVY XEIPIOUWY, OTTWE N YnAdenon
TOU TpaxnAou.

4. Mveupovia mou mpokAABnke uetd Tnv é€0do Tou maidiol amd Tov yewwnTiko owArjva.
O1maBoyeveTikoi pnxaviopoi gival Tapoolol e AUTOUC TTOU TTEPIYPAPNKAV KAl OTIC
AMNEC HOPPEC TTVELPIOVIAC. XTN Hop®n aUTH, N €l0080¢ Tou Aolpoyovou apdyovTa
OTO VEOYVIKO OpYyaviouo yiveTtal Katd tn SIAPKELA XEIPIOUWY OTA TTAQICIA TNG ava-
vnYng, 0mmou cuvumdpxel Tomikn BAARN Twv BAevvoyovwv.

MAGOOYZIOAOTIA

Ot maBoyovol pikpoopyaviopoi e TNV €i00d0 Toug 0TOUC TIVEVUOVEC TTAPAYOUV
BAamtikéc ovoieg, 6w Toiveg, évlupa Kat To&ikd Aimidia, mou ackouv aueon dpdon
OTOV TIVEUMOVIKO 10T6. Emiong, mpooeAklouv onuavtikd aplbuod eayokuttdpwv. Ta
(PAYOKUTTAPA EKKPIVOUV KUTTAPOKIVEC KAl EVEPYOTTOIOUV TNV 000 TOU GUUTIANPWHATOC,
oA kat Toug mapdyovteg mAENC. Ot mapdyovTeg mou mpoava@épdnkav, emdpwvTtag
o1a BpoyxidAia avavouv Tn S1amePATOTNTA TWV TIVEUHOVIKWY TPIXOEISWV KAl TWV KU-
PeNOWV Kal ATTEVEPYOTTOIOUV TOV EMPAVEIODPACTIKS TTapdyovTa. EmimAéoy, N gAeypovn
€XEL WG ATIOTENECUA TNV TTARPWON OPIOUEVWY AEPAYWYWV UE GAEYHOVWON CTOLXEID
WOTE VA aTTo@PEACCOVTAL KAl va dnuioupyeital meplpepik atehektaoia. AvtiBeta,
OUVUTTAPXEL UTTEPSIATACN OTOUC TTOPAKEIUEVOUC AEPAYWYOUCE e SUVNTIKO AMTOTENEG A
™ dlapuyn aépa oto Sidueoo 10to. H Stadikacia mou meptypd@nke, TPOKAAEL PeyAAeC
SlaTAPAXEG OTNV €V YEVEL AEITOUPYIKOTNTA TWV TIVEUUOVWY Kal 0TNV avtaAayr Twv ae-
piwv. Ot dlatapayég autég TPOKAAOUV PEYAAN AUENON TWV TIVEUOVIKWY AVTIOTACEWV
Kal avaykwv o€ o&uyodvo.?

MPOINQxH

H BvntotnTta Kupaivetal oto 5-10%. Zta mpowpa veoyvd, Ouwe, avéavetal oto 30%.
Mapd tn oxeTIKA peydAn BvntotnTa mou mapouctadel n CLYYEVAG TIVEUHOVIa, Ilaitepa
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OTa UIKPA TTPpOWEQ, N TPOYVWON OTA VEOYEVVNTA, TTOL Ba KATapEpouv va emBLWCooLY,
givat apkeTd kahn.* Eival, Opwc, amodekTtd amo OAOUC TOUC EPELVNTEC, OTI TA TALSIA TTOU
emBiwoav amod cuyyevr Veupovia €xouv auénuévo Kivduvo va TapoucIAcouy EMITTAOKEG
Ao To avanveuoTIKO. OL EMIMAOKEC auTEC epgpaviovTal eite oTNV TTPWTN PPEPIKA NAIKIQ,
OTIWE N avAaykn yla pakpoxpovia xopriynon o&uydvou (Bpoyxomnveupovikn duomiacia),
gite apyoTePQ, OTTWCE N BpoyxIKA uTTEPAVTIOPACTIKOTNTA.

AIATNQ>H

Ta S1ayvwoTIKA KPITHA LA TN CUYYEVOUC TIVEUOVIAC TTAPAPEVOUY AU@IoBnToUUEVA
€dv dev uTApPXEL IOTOAOYIKN €lkOva.* H Stayvwon otnpiletal otnv KAWVIKN €1KOVA, O
ouvOUAOUO UE TNV TTAPOUGIa TTAPAYOVTWY KIvOUVOU, OKTIVOAOYIKWY CNUEIWY, KAAAI-
EPYEIWV TPAXEIAKWY EKKPIUATWV Kal AIATONOYIKWY £6eTATEWV (SeIKTWV Aoipwéng).’

Napdayovteg Kivbuvou

O mapayovTteg KIvEUvVou TTou cUVSEOVTAL [IE TNV EUPAVION TIEPLYEVVNTIKAC AOIUWENG
Kal cuyyevou¢ iveupoviag mapatiBevtal otov Mivaka 1.

Emonuaivetal 6t n anmouaia twv mapandvw mapayoviwy dev amokAeiel Tn Sidyvwon
NG ouyyevoU veupoviag. H mpoyevvnTiki, miong, xopriynon avTiBLoTIKwy oTn untépa
ENATTWVEL Pev Tov Kivouvo Aoipwénc oto éupuo, alid Sev tov undevilel’

KAwviknA €ikéva

Ta CUUTTTWHATA ATTO TO AVATIVEUOTIKO cUoTna rrepIAapBavouy tnv taxunvola (ava-
TIVEVUOTIKN cuxvoTNTa >60 avamvoéc/min), To YOyYUoud, TNV avanveuoTiki Suoxépela
Kat TV Kudvwon. Q¢ mpog ta 0TNOAKOUCTIKA EUPHMATA UITOPEL VA OKPOWVTAL TTAXEIS
N Aentoi TpifovTeg Kal peyxalovTec.

Ta veoyvd, emniong, ouvriBwc xpetalovTal unxavikn umooTtneIén TNG avanvong Kal

CUUTANPWHATIKA Xopriynon ofuyo-
MINAKAZ 1. Mapdyovteg Kivduvou mou GuvdEo- Vou. Y€ BapUTEPEC TTEPITITWOELC OU-

VTAL PE TNV EPPAVION TEPIYEVWNTIKAG Aoipuwéng Kat vumdpyet Mapapévouoa MVeupoviKn
OUYYEVOUC TIVEUHOVIAG

Ynéptaon tou Neoyvou (MIMYN).

® Mp6wpPoC TOKETOC EKTOC TWV eupnudtwy amo To ava-
® Mpdwpn pri&n BnAakiov, xwpic vapén Toketou TIVEUGTIKO 0UOTNUA, CUVUTIAPXOULV Kall
® Prién BnAakiou meplocoTepeg amd 18 wpeg OUUMT@HATA amd AANA CUCTAPATA,

o Oupoloipwén pnTtépag
® [TupeTdg untépag >38°C
e EuvaioOnoia pAtpag

OTTWC UTIEPYAUKAILIA, LETEWPIOUOC
NG KOIAIAG, UTTOTACN, KAKN TIEPIPEPL-
K} KUKAo@opia, oAlyoupia, Taxukap-
6ia, iktepoc, e€avOnua kat oféwon.*

Neoyva mou €10p0o@oUv Katd Tn
Yévvnor) Toug Aeyovwdn uypd mia-

o Epppuikn taxukapdia
o MnKWVIO 0TO auvIakd vypod
® AUCOOUO auvIakd vypod
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POoUCLA{OUV CUUTTTWHATA AUECWC 1} OE EAAXIOTEC WPEC LETA TN YEVVNOT] TOUG, EVW OE
AA\EG TIEQUTTWOELG TA CUUTTTWUATA UITOPEL VA EPPAVIOTOUV HETA aTTd TTOAEG WPEC.*

EmmA\okég

Ot mBavég emmAokéC TG ouyyevolg Tveupoviag mapatiBevtal otov MMivaka 2.

Alag@opikn Stayvwon

21N Slapopikr S1ayvwon TN cuyyevoUc veupoviag mpémel va AapBdavovtal urtoyn
ol dlayvwoelg mou mapatiBevrtat otov MNivaka 3.

ATIEIKOVIOTIKOG Kal Epyaotnplakog éheyxog

Baoikr amelkovio Tk e€£Taon Mapapével n akTivoypagia Bwpaka, av kat dgv undp-
XEL TUTTIKA €IKOVA 0Ta veoyvd. Emeidn n aktivoloyikr| lkéva ameikovifel Ta euprpata
TNG CUYKEKPIUEVNC OTIYMAG KAl Ol VEOYVIKEC TTABRCELG £xouv Suvauikn eEENIEN, gival
anmapaitNTEG oL EMAVAANTITIKEG ANYELS yia TNV 0pBn aflohdynon Twv evpnudtwv.* H mo
TUTIIKN €IKOVA €ival EKEVN TNG TTUKVWONG HE AVWUAAA OPLa TTOU ATTEXEL ATTO TIC TTUAEC.
MepIKEC POPEC N AKTIVOAOYIKN EIKOVA €ival TTAVOUOLIOTUTIN UE EKEIVN TOU CLUVOPOOU
avamnveuoTikig Suoxépelag (XAA)." H eikova tng Aowdoug mveupoviag eival €alpeTika
ondvia oTa veoyvd.

To urrepnXoypAaPn A UTTOPEL Va XPNOIMEVCEL OTNV aViXVeUoT TTAEUPITIKOU UYpOU.

H a&ovikn kat n payvntik Topoypagia xpnotuevouv otn Sidyvwon mbavol dykou,
TIVEUMOVIKOU armoAUUATOC ] AAWV cuyyevwy SlapapTiwy Tepi Tnv dtdmaon.

OL 1110 XPrOIHEG EPYAOTNPIKEG EEETATELC Eival Ol KAANIEPYELEG SLOTL €TOL UmopEi va
amopovwOei 0 Aoloydvoc HIKPOOPYAVIOUOC Kal va KaBoploTei ue akpifela n Bgpa-
TEVTIKNA aywyn." EKTOC Twv KAAGOIKWY KAANEPYEIWY UTTOPEL VA XPELAOTOUV Kal EISIKEC
KaAEPYELEG yia pUKNTEG, Ureaplasma ureolyticum, Mycoplasma genitalium k.a. AuoTtuxwe,
O€ TTOMEC TTEPUTTWOELG N avATTTUEN TWV BakTnpiwv oTig KaAEpyEleg epmodileTal amod
TA AVTIBLOTIKA TTOU XOpNYoUVTaL OTIG UNTEPEG TIPIV ATTO TOV TOKETO.* To TPOBANa auTtod
UTTOPEL VO OVTIUETWTIIOTEL, O€ PEPLKEG TTIEPUTTWOELG, E TNV AVIXVELUON EISIKWV AVTIOW-
pdTwv 1} pe ™ néBodo Tng PCR.4 Ta o Xprioipa Blohoyikd UAIKA TTou armocstéAovTal

yla KaAEpyela gival Ta Tpaxel-

MINAKAZX 2. MiBavég emmAokéG oUYYEVOUC TTIVEUOVIAG aKé ekkpipaTa, aipa kat ENY.

® TuM\oyn MAeUPITIKOU LYPOU H kaANi€pyela evOOTPaxEIOKWY
® [TVeuUOVIKO gpuminua EKKPIOEWV, AV Kal UTTO OIAAEC
© MoAuopPYaVIKK avemdpKela ouvOrkec dev avapévetal va gi-

o lNapapévouoa lMNvevpovikn Ynéptaon Neoyvou (MIMYN) Val OTEIPQ, PITOPEI VA AITOKAAD-

el TNV Tapouaia maboydvwy
Kat S1elodUTIKWY Paktnpiwy,
16iwg av ol urtdAoImeg KaAAI-

o [Mvevpovikn Slaguyn aépa
o Auénuévec VEUUOVIKEG EKKPITELC
e Xpdvia nveupovonddela
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MINAKAZX 3. Alagopikr S1dyvwaon cuyyevoug IVeUoviag £pyeleg Sev amokaluPouv ANAN

® YUvdpopo avamveuoTikiig Suoxépelag (XAA) veoyvou aitioloyia.

® eveTIKEG PETANAEELS eM@aveloSpaoTIKoU apdayovTa Ot opoloyikég e€eTAoEIC €i-
o MVeupOVIKA atpoppayia val Xprolueg yia tn didyvwon
® JUYYEVIC TVEUUOVIKA AEUPAYYEIEKTATIA NG OUPIANG, TOU KUTTAPOEYQ-
o Kupehibo-tpixoeidikr Suomhacia AoioU Kal TG ToEomdaopwonc.
® XuhoBwpaf EmmAéov, n pétpnon tnc¢ CRP,
© MNVELPOVIKO 0idnua TNC MPOKAACITOVIVNC Kal TwV
o Alapaptisg SIGM\aong MVELUOVWY KuTtapokivwy (IL-6) oto aiua,
o Mapdaluon-mépeon (avipwon) NuISiageAypaTog OTIWE KAl 0 TMPOaSIOPIoUOG

TWV TTOAUPOPQOTIUPHVWY KAl
TWV algomeTaliwy, umopei va
BonBnoouv atn didyvwon kal tnv aloAdynon tnG AmMoTEAECHATIKOTNTAG TNG XOpPn-
youpevng aywyne.*

TéNoC, 0 €AeyXOC TOU TTAAKOUVTA UTTOPEL VO CUVEIOQEPEL OTN TIPOOTIAOEIQ EVTOTII-
OUoU TOU AITIOAOYIKOU TTaPAyoVTa TL.Y. TIEPITTWON Xoploapviovitidag Adyw cuyyevolg
ToEOMAAOUWONG 1 GUYYEVOUC CUPIANC.

ANTIMETQMIZH

O okomd¢ TN BEPATTEVTIKAC AywyNE 0T CUYYEVH TIVEUPOVia Sev gival povo n
eEANeWPn Tou Aolpoyovou mapdyovta aAAd Kal N armo@uyr TUXOV HOKPOXPOVIWV ETTI-
TAOKwV, TTou emnppealouv tnv emPiwon kal TNy motoTnta {Wr¢ Tou PikpoL acBevolc.
‘Exel SlamotwOel 0T, akdua Kal av aVTILETWIOTEL emMTUXWE N Aoipwén, eivatl duvatd
VA EUPAVIOTOUV HAKPOXPOVIEG 1] KAl MOVIMEG SIATAPAKEG OTO TIVEULIOVIKO TTAPEYXUT,
ennpedlovtag TNV MVEVLIOVIKNA Agltoupyia Kal TpoSla0£TovTag og MEANOVTIKEG AOIUW-
&€16.° Tuvenwg, ektog amd TNV KATAANAN avTiBloTiKA aywyr), cuxvd gival avaykn va
xopnynOei emmAéov UTTOOTNPIKTIKA /KAl AVTIPAEYLOVWANG aywyn.

AvVanVELOTIKA UMTOGTAPIEN

3TNV TPWTN YPOUUN QVTIMETWTTIONG TNG OUYYEVOUC TIVEUHoViag Bpioketal n ava-
TIVEUOTIKN UTTOOTHPLEN HE Xoprynon o&uydvou ri/Kal pnxavikd agplopo. Ta Kpttrpla
XOpPNyNnong em@avelodpacTikou mapayovta,” EQapuoyns Kat 0TadlaKiG LEwonG TG
AVATIVEUOTIKNAG uTtooThpLEng & Slagépouv amd autd Tou 1oXIiouV yid TIG UTTONOITTEG
TIEPUTTWOELG AVATIVEUOTIKA G SUOXEPELAC TOU vEOyVoU. QOTOC0, 0T CUYYEVH TIVEUHOVIA
N BAGPN OTO TIVEULIOVIKO TTAPEYXULA EIVAL AVOLIOIOPOP®N, LUE TIEPLOXEC PUCLIOAOYIKOU
OEPIOHOU KAl TIEPIOXEC Ol OTTOIEC UTTEPaEPICoVTal I Eival ATENEKTACIKEG I UE KUPENSI-
KA MAipwon He LypPo. Katd cuvémela, N pnXavikn ummoothipLEn TG avanmvong amaltei
TIOIKIAEG TTPOCAPOYES, TTIPOKEIPEVOU Va EMITEVXDE( IKAOVOTTOINTIKOG AEPIOMOG Kal 0&u-
yévwon, xwpic va emnpedletal n puokapdiakn Asttoupyia, N GAEPIKA EMOTPOPH Kal
N KUPeNSIKN alpaTwon.
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'Ocov apopd oTNV AVTILETWITION TwV AeOoVWV Kal SUVNTIKA ATTOPPAKTIKWY EKKPI-
oewv e@apuodleTal ouxvr avappo@nor TOUG, AmoPeUYOVTAC TNV avappo@non Twv
EKKPIoEWV amd EPIPEPIKOTEPOUC BPAYXOUG TToU gival SuvaTo va TTIPOKANEGEL TPAUMO-
TIOPO Kal oidnua Tou avanmveuoTiKoU BAevVOyOVoU Kal KOTA CUVETEID OTEVwon 1 Kal
améepaén Twv avanveuoTIKWV odwv. X& MOAEC Movadeg, emiong, YiveTal avamveuoTi-
Kn} uoikoBepareia pe MAREELC Kal SoVAOEIC 0TV MAATN Kal To BwpaKa Tou VEOYVOoU.
Mpoooyn, evtouTolg, mpémel Sivetal otnv oudda Twv moAL XapnAoL BApoug veoyvwy,
omou n mapatetapévn MAREN Tou BwpPakikoU KAWBOoU €xel CUCXETIOTEL, AANG Oev €xel
amodelBei, ue TNV EUPAVION eyKEPANIKAG alpoppayiag.®

H avtipetwmon tng dsutepomabolc mapapuévouoa TIVEVUOVIKN uttéptaong Oev
Slapépel amd TIC ANNEC TTEPITTTWOELC TTAPANEVOUCAC TIVEULIOVIKAC UTIEPTACNC OTA
VEOYVA. ZNUAVTIKH €ival n UTOOTAPIEN TNE CUCTNMATIKNE KUKAOPOPIAC O TEPIMTWON
UTTOOYKAIMIAG PE XOpAYNON LYPWV Kal voéTponwy, Kabwg n avénon tng cuoTnua-
TIKAG TTiEONC EMITPETEL TNV KAAUTEPN AIUATWON TWV TIVEUUOVWY Kal KATA CUVETELQ
TNV avtailayn agpiwv. H diatipnon TN alpooalpivng o€ @uaololoyikd emimeda
(13-169g/dl) €ivat onuavtikn yla TNV IKavormolintik o§uyévwvon Twv I6TWV Kal N
EMAPKAC BpéYn gival amapaitnTn yla TNV evioxuon tng AUuvag Kal TG MVEUUOVIKNAG
Aertoupyiac. H e€wowpatikn o§uydvwon péow pepPpdavng (ECMO) amotelei Tny
TeAeuTaAia YPAUUN QVTIMETWTIIONG OTN CUYYEVH TIVEUUOVIA, KABWC €XEL OXETIOTEL PE
MOKPOXPOVIEG EMTTAOKEG.?

AvTtiBloTiki aywyn

H apxikn eumeiptkn avTiBloTIK aywyr emAEyetal e Baon Tn BewpnTIKn €u-
atodnoia tou mBavoL unevBuvou BaktnplakoL mapdyovta, T SuVATOTNTA TOU
avTIBLOTIKOU va EMITUXEL EMAPKH CUYKEVTPWON OTA onueia NG Aoipwéng Kat tn
¥Awpida kdBe Movadag.

Kabw¢ n BakTtnplaipia amoteAei TOo0 artia 600 Kal GUVETELD TNG OUYYEVOUC BaKTn-
PLOKNAC TIVEVUOVIAG, Eival amapaitnTn N EMAPKNG CUYKEVTPWON Tou avTiBloTikoU 0To
TAGopA HECW TNG TAPEVTEPLKAC 0000, H cuykévTpwaonr Tou oTIC KUY ENIDEC, TTov yiveTal
péow diaxuong, e€aptdtal emmAéov amd TNV EMNAPKN AUATWON TwV KUPEANSwWV.

ZTI¢ IEPLO0OTEPEC MoVAdEC, 0 cUVOUAOUOC AUTIKIANIVNG KAl YEVTAMUKIVNG 1] KEQO-
Ta&iung amoteAel TNV ApXIKN EUMEIPIKA aywyr. H yevtauukivn kooTilel Atyotepo, Je
MIKPOTEPA TTOCOOTA AVTOXN G OTIC MovAadeg Kal BewpnTiKA EVPUTEPN AVTIUIKPOBIAKN
Spdon EvavTi Twv gram-apvnTIKWV BakTnpiwv og oxéon Pe TV Kegota&iun. Qotoco,
N YEVTAUUKiVN Ogv TEPVAEL IKAVOTTOINTIKA TOV QIIOTOEYKEPAAIKO QPAYHO Kal gival
TEPLOOOTEPO WTOTOEIKN KAl VEPPOTOEIKN aTto TNV KEPOTAEIN Kal TIG AAAEC KEPANO-
OTIOPIVEC TPITNC YEVIAC, UE ATTOTEAECUA N KEPOTAEUN va TTPOTIMATAL WG AVTIBIOTIKO
TIPWTNC YPAUUAC O€ CUYKEKPIUEVEC TIEPITTWOELG, OTIWE ETTI VEQPPIKNC SUCAEITOUPYIAC,
Slatapaywv TG aKon g i AVATOULIKWY Slatapaywv Tou wTtdc, Aoipwéng KeVTpIKOU VEU-
PIKOU cuoTAMATOC ) UPNARG avToxXri Twv Baktnpiwv Tng Movdadag otn yevtapukivn.
Emiong, mpoTtipdtal o€ TEPIMTTWOELG TTOU N UNTEPA TTACXEL and puaocBévela Gravis, Ka-
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Bw¢ paivetal 611 givat Aiydtepo mBavo va emnEEACEL TN AEITOUPYia TNG VEUPOUUIKAG
ouvayng oto veoyvo.'®

A&iCel akdpa va onuelwBEl 0TI N KePOTAEIUN PAIVETAL VA ETIITUYXAVEL IKAVOTIOINTIKNA
OUYKEVTPWON OTO BPOYXIKO LOTO, VW N EVOOPAEPLA YEVTAMUKIVN PTAVEL OPLOKA OTOUG
Bpoyxoug aAAd kavorolNTIKA oTIG KUPENOEC. EMITTAEOV, TIEPIOPICUEVEG in vitro Kal
TTEIPAUATIKEG LEAETEC UTTOSEIKVUOULV TNV HEYAAUTEPN SPACTIKOTNTA TNG KEPOTAEIUNG
O€ KAEIOTEG KOIANOTNTEG, OTTWG AMOOTAMATA | EUTUAMATA, EVaVTl TNG YEVTARUKivN.
Q01600, N TTAPOKETEVON TWV CUANOYWV AUTWY, v gival Suvatodv, ATTOTEAEI TNV KAAUTEPN
QVTIPETWTION, KABWC BonBdel oTNV ATTOTEAECHATIKOTEPN AVTILETWTTION TNS Aoiuwéng
aAAd kal ot BeATiwon TNE TVEVHOVIKAC AElToupyiac.

H amopdévwon ouykekpiuévou maboyovou UIKPOOPYAVICUOU ETITPETIEL TNV TPO-
momoinon TS avTiBIOTIKNAE aywyr), oUTWE WOTE va XpnoluomolnBei n katdAAnAn Kat
TIEPLOPLOPEVOU EVPOUC AVTIBIOTIKA aywyr, HEwwvovTag Tnv mbavétnta avantuéng
AVOEKTIKWV BaKTNpiwV Kal HEWVOVTAC TO KOOTOC TNG AYWYNC.

H avtanokpion otnv avtiBloTiky aywyn empBeBaiwveTal amd tnv KAWVIKI, Epyactn-
PIAKI Kal AKTIVOAOYIKH BEATIWON Kal TNV dpvNTIKOTIOINON TWV KAANEPYEIWV LETA amd
24-48 wpec Oepaneiac. H emavakaAEpYELa TWV TPAXEIOKWY EKKpioewv Sev evdeikvuTal,
otav éxel SlamoTwOel BeATiwon TN AVATIVEUOTIKAG AEITOUPYIAC KAL TWV AKTIVOAOYIKWV
EVPNMATWY, KABWCE O ATTOIKIOUOC LIE TO CUYKEKPIHEVO UIKPOOPYAVIOUO UITOPE va ETTI-
MEIVEL yla pEYANO Xpovikd dldotnua.t

H didpkela tng emelpikng Bepaneiag ival 7-10 nuépeg 1} Hia B6ouada petd tnv
apvNTIKOToINoN TwV KAANEPYEIWV. X€ TIEPIMTTWOEIS CUANOYWYV, OTTWC EUTTUNUA 1 ammd-
oTNUa, N aywyn mapateivetal mépav Twv 4 eBSopdadwv.

Emiong, Oa mpémel va Aappdavetal unmoyn n mePIMTwon 1oyevoug, dtumou A un Aol-
Hoyovou TTapdyovTa Kal N AVTIPETWITION va TipooavaToAiletal o€ mio e101KEC Oepareieg
1 KOl OE ATMOTEAECUATIKE KAl AC@AAr avTIQAeyovwdn aywyr. TEAOC, av kal omdvia,
nipémnelva mepdapavetal otn Sla@oplikr Sidyvwaon Kal va avTIdeTwTiCeTal £yKalpa Je
CUOTNUATIKA Aywyr TUXOV HUKNTIACLKA Aoipwén.

E181IKéC TEPIMTWOELG

H xprion twv pakpoAdwv, aliBpopukivng Kat EpUBPOpIUKIVNG, CUVICTATAL OTAV UTTAPXEL
amodedetypévn Aoipwén améd yhapudia r oupeSTTAAGHIA KAl TO VEOYVO Eival CUMTTTWUATIKO.
Q01600, 0pIopEVOL KAVIKOL XopnyoUv allBpopuKivn eUmelpIka yia mbavn Aoipwén amd
OUPEOTIAACA, OTAV TO VEOYVO LUE CUYYEVH TIVEUPOVIa €ival o€ Bapeld KAVIKA KatdoTtaon,
Xwpig va éxel Bpebei dMo¢ arttomaboyovog Hikpoopyaviopdc. H aliBpopukivn mpoTtipdtal
NG EpUBPOUKIVNG AOYW TNG CUCXETIONG TNG SEUTEPNC JIE EUPAVION TTUAWPIKAG OTEVWONG,
OTav XopnYEital o€ PpePn MIKPOTEPA TOU EVOG UNVOG. MeAETEG TwV TENEUTAIWY eTWV Oei-
XVOUV OTL N TTPWIKIN Xopriynon aliBpopukivng ota mpdwpa veoyvd e evepyo Aoipwén pe
oupedmMAacua f YA\apudia prmopei va givat xpriotun otnv mpoAnyn TnG BpoyxXomveUUOVIKIAG
SuomAaciag Kat AOITTWV XPOVIWY AVATIVEUCTIKWY EMIMAOKWV. EMimAéov, n xopriynon aliBpo-
MUKivng ota mpéwpa & paivetal va PokaAei aloonpeiwTteg avemBbuunteg evépyelg.'' '3
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Xuyyeveic Aiaueoec lNvevuovomaOeiec

Ogo@avnc TolAtylavvng

Ot 81dpeoec mvevpovomdBeleg amoTeAOUV €TEPOYEVH OUAdA OTIAVIWY VOO UATWY
ME ONUAVTIKA voonedtnTa Kal BvntotnTa. MPOoKEITal yid VOCHUATA TTOU £X0UV WG KOIVO
otolxeio tn BAARN Tou KUPEAISIKOU TOIXWUATOC KAl TNG AEITOUPYIKA G KUYEANSOTPIKOEL-
SIKAG povadag, pe TENKA CUVETIELD TNV TIEPLOPLOTIKK TIVEUHIOVIKH VOGO Kal T Slatapaxn
NG avtaAaynic Twv agpiwv.'?

AOYyw TNG HEYAANG ETEPOYEVELAG KAl TNG OTIAVIOTNTAG TWV VOCHUATWY £XOUV ETIL-
XelpnBei Srapopec pop@éc tadivopnong oto maperBov.3# Ot mmo mpooeateC ivat and
v Oudda Epyaciag Tng Eupwmaikric NMveupovoloyiknic Etaipeiag (ERS Task Force) to
2004, kat amd tnv 181K opada pyaciag mou cUYKPoTHONKE yia Tov idlo okomd oTIC
HMA to 2005 kal amotelei 0Tabud oTnNV KAtavonon Kal T CUCTNUATIKA Ta&ivounon
TWV TABNCEWV AUTWV.>®

Av Kat oTI¢ mTpodo@ateg Taflvounoel dev umtdpxel Slaxwplopog Petay cuyyevwv
Kal EMKTNTWV SIAPECWV TIVEVIOVOTTABEIWY, WG OUYYEVEiG Sidueoe mveupovondBeiec Ba
MITOpOoUcaV va XOPAKTNPIOTOUV AUTEC TTOU UTTAPXOUV €K YEVETNC, SV €ival AMOTOKEC
EMKTNTWVY TTAPAYOVTWY, KAl KATA Kavova o@eilovtal o€ TaBoAoyIKoUS TapdyovTEC TTOU
€xouv MpocBAaMel To U puo katd tn SidpKela TG KUNONG (T.X. AoIHWOEIG TapAYOVTEG,
ouyYyeveic KapSloayyelaKEC TTABROEIC, YEVETIKA voorpata).” Ot ouvnB£oTEPEC OUYYEVEIC
Slaueoec nveupovomnddelec avagépovtal otov lMivaka 1. Mmopouv va ekbnAwbouv
AUEOWC LETA TN Yévvnon, apydtepa otnv maldIkA NAIKia i petd v evnAikiwon.® MNa
AGYoUC TTPAKTIKOUC Oa emiXelpNOEl CUVOTITIKNA TTEQIYPAP TWV KATACTACEWV AUTWV MIE
£UQaon KUpIw¢ oTa voorjpata TTou ekONAWVOVTAL 0TN VEOYVIKN Kal Bpe@Ikn NAKIa.

KAINIKH EIKONA

Ot ouyyeveic didueoeg mveupovomdBeleg ekdnAwvovTal e U0 HOPPEC:

Maido-lMvevuovoAoyiko Turiua Noookoueiou lNaibwv MHTEPA
AMnAoypagia: Osopavne Toihyidvvng, theofanis.tsiligiannis@gmail.com
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MINAKAZX 1. Zuyeveic Aldueoec Mveupovomabeleg

ZUvOPOUO AVATIVEUOTIKNG SUOXEPELOG VEOYVWV
Mapodikn Taxumvola VEoyvwv
Nolwdelg mveupovomabeleg
Juyyeveig mveupovieg (StamakouvTiakr Aoipwén)
Neoyvikn mveupovia (LoAuvon katd tn §iodo amd To YEVETIKO CWANVA)
Adxuteg Slatapayég Stamiaong
Nofi6lakn duomiaaia
Tuyyevnc kupelidikr Suomiacia
Kupehidiky Suomhacia pe avwpain Sidta&n mveupovIKWy @AeRwv
Aatapayég au€nong pe avemapkn kupehibonoinon
Mveupovikr umomaoia
Xpovia VeEUPOVOTIABELD TWV VEOYVWV (TTPowpoTNTAC)
ATTOTOKEG XPWHOOWUIKWY AVWHOAALWDV
AnéTOKEG OUYYevoUC KapSlomabelag.
E1d1ké¢ KOTAOTAOEIC AyvVWOTOU artioloyiag
Ynepmhaoia VEupoevSOKPIVIKWV KUTTAPWVY TNES BREPIKAC NAIKIAG
AlGPEON TTIVEVHOVIKE YAUKOYOVWON
AlaTapay£g Twy MPWTEIVWY TOU EMEPAVEIOSPACTIKOU Tapdyovta
Metalaeig Tng surfactant protein B (SFTPB)
Metahd€eic tng surfactant protein C (SFTPC)
Metala&eic Tng ABCA3
TXeTI{OUEVEC e CUOTNUATIKA VOOHATA
Onoauvpwoelg
Neoyvikn popen lotiokuttwong Langerhans
Aucivoupikn TpwTEivoupia
Kataotdoelg pipoupeveg Sidueon mveupovomadela
Mvevpovikn unéptaon
AvWUAAN KBOARA TIVEULOVIKWY GAERWV
DOAeBoamo@pakTikr vOoog
Nepgayyelakég Suomhaacisg

1) Ze Tedetdunva i kai mpéwpa veoyvd U KAIVIKR KAl AKTIVOAOYIKN €lkova Sidxutng,
Si1dueoou TUITOU MVEUUOVOTTABEIAG KAl AVATIVEUOTIKI) AVETIAPKELD TTOU €V avTaTio-
KpiveTtal 0To pnxavikod agplopd n dev ivat Suvatr n amocLvdeon amo autov, 1 e
TNV EUPAVION ETTIIOVNG TAXUTTVOLAG AUECWE UETA TN Yévvnon Kal MBavwg emipovn
umo&atpia.

2) 2 Bpépn 1 ueyaiutepa maidid e KAVIKH glkéva tayxomvolag, o€ ouvdUACUO LE €l
OOMNKEC EUEVOOTWYV oNMEIWV TTOIKIANG évtaonc, urmoalpia, iowc Kudvwon, SuckoAia
oitiong, avemapkn mpdoAnyn Bdapoug, kat Staomaptec SiNBACEIC TWV TTVEUUOVWY
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aktivoloytkd. O Brixag 3 amouctddlel, i eEkdNAWVETAL OTTIAVIA, UETA ATTO APKETEC

nuépec N efdopadec.

21N QUOLKN €€£TAON TA EVPRUATA TTOLKIAOLV ATt ATTIA Kal KN €181K4, éwg évtova. To
KUpLo KAIVIKO Upnua gival n Tayxumvola, n Tekunpiwon Tng omoiag sival anmapaitntn,
ME METPNON TWV AVATIVOWVY OTNV NPEUIA Kal Tov UTTVO. XapaKTNPLOTIKOI gival ol Aemtoi
Tpifovteg oL TEPLypdovTal we «TuTou Velcrox» g€artiag Tou rixou Toug mou potddel
ME auTév TTou TTapdyeTal Katd To Avolypa TNS OPWVUNG AUTOKOAANTNG Talviac.*® Xta
ouvnOn eupnpata MepIAABAvVOVTAL EMTIGNE O XAUNAOC KOPECUOC TNG ALLOC@AIPivNG O
o0&uydvo oTnV nPEia, TN oition, TNV doknon r Tov UTTVO, KAl N KUAvwaon oTIC BapUTEPEC
TTEPIMTTWOELG.> 'O

H amAn aktivoypagia Bwpakog oTig fapUlTtepeg MEPIMTWOELG p@aviel Sidxutn
TPOGCROAN TOU TIVEUUOVIKOU TIAPEYXUMATOC, OTIWE 0TO GUVOPOUO avanveuoTIKAG Su-
OX€PELag Tou veoyvo, S1dxuteg SIKTUWOEILG 1) SIKTUOO{WAEIG OKIATELS I} PUCIONOYLKH
amnelkévion. H aovikn topoypagia Bwpakog uPnAig eukpivelag epgaviel eikdva BoAng
UAAoU 1 XAPAKTHPEG LWOdikoU.

JUVOTITIKN TTEPLyPa®N] Kal Stagoplkn Sidyvwon

Juvépouo avanveuoTikr¢ Suaxépelag Tou veoyvouU 1 vooog TNG vaAogiboug
peBpdvng (RDS)

Epgpaviletal ouvnBwe ota mpdwpa veoyvd e ouxvoTNTA AVTIOTPOPWS availoyn
ME TNV NAIKia KUnong kat o Bapog yévvnone. H peiwpévn mapaywyn Kat €KKpLon
EMPAVEIOSPACTIKOU TAPAYOVTa €XEL WG ATIOTEAECHA TNV aduvapia amoKTNoNg Map-
KOUG AEITOUPYIKNC UTTOAEITOUEVNG XWPENTIKOTNTAC KAl TNV TAON TwV TTPooBePANUEVWY
TIVEUUOVWV VA YivovTal ateekTaotkoi. H atehektacia Twv KUPeAidwV, 0 OXNUATIOUOG
«UaAWdoUC PePPAvne» Kal To 0idnua Tou Siapecou 1I0Tol 08nNyouV o€ PEIWEVN EVEO-
TIKOTNTA TWV TIVEVUOVWV KAl AVATIVEUOTIKH SUOXEPELQ.

Mapodikn Tayumvoia Touv veoyvou

Hvéo0o¢ ekdnhwvetal og TEAeIdOUNVA 1 € TPOWPA VEOYVA XWwpi¢ Ao TTPpOBANUa, pe
TTPWIUN £vapén TaxUTTVOLAG LEPIKEG POPEC IE YOYYUOUO A Kal KUAVwaN, Kal BeXTiwveTal
ME EAAXIoTN Xopriynon ofuydvou ouvhBwe evtog 3 nuepwv. Oswpeital 0TI To cuvdpouo
o@eiletal otn Bpadeia amoppo@naon LyPoL ard TOUC TIVEVIOVEC TOU VEOYVOU TTOU EXEL
WC ATTOTEAECHA TN MEIWHEVN EVOOTIKOTNTA TWV TIVEUUOVWY, TOV EANATWEVO AVATIVED-
MEVo YKo aépa Kal Tov au§npévo vekpod xwpo.'?

MvevuovomaBseisc Aoiuwdouc artioAoyiac

Meydhog aplBudg amd Aolpgoydvoug apayovTeg ou Siépxovtal Tov TAaKouvTa
(KuTtapopEeyaloiog, eviepoioi, epmnToioi, 10¢ epuBpdc, 16¢ INapdc, ToEdmAaoua, 10¢
AVEPEVAOYIAG, wypd omeipoxaitn) umopei va mpooBAaiAel To éuPpuo katd tn Sidpketa
NG KUNONG Kat ekdnAwvetat pe tn popen Tng dtaxutng mveupovondbelag Siduecou
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TUTTIOU, JE TaUTOXPOVN 1 1N TTapoucia emmAéov ekdNAWOoewyY amd dAa cuoTApaTa R
opyava. H péAuvon tou veoyvou amo Baktripla katd tn 6iodd Tou amd To yevvnTiko
owlrjva pmopei emiong va mpokaAéael S1axuTn Mveupovia Katd Tn veoyvikr nAikia.
XapaKTNPIoTIKNA €ival n veupovia amd AloAUTIKO OTPENMTOKOKKO TNG onddac B, n
ormoia eu@avifel KAVIKN Kal AKTIVOAOYIKHA €IKOVA TTapopola e TO cUVOPOUO TG ua-
Aog1doug peBpavnc.

Alayutec Stapaptieg Siamraong

Ot Siayuteg Sdlapaptieg Stamhaong amoteAolv opdda MPWTOYEVWY Slatapaxwv
™G SLAmMAaoNg Twv MVELUOVWY AyvWOoToU atTioloyiag. Oswpeital 0Tt opeilovtal o
Slatapayég o évav n TEPIGOOTEPOUC LOPLAKOUE TTAPAYOVTEG TTOU euBUvVoVTal Yia TV
S1AdmAacn Twv TIVEVPOVWY A KAl TNG TIVEUPOVIKNC KUkKAogopiac. H AoBidiaxr) Suomiacia
Xapaktnpifetal amd otdon TG AVATITUENG TWV TVEUPOVWY 0TO PeUSOCWANVWEEC ) TO
TIPWIHO OCWANVWOEC 0TASI0. H ouyyevric kueAibikr Suomaoia xapaktnpiletal amd otdon
™G Stamiaong 0to oTtddlo Twv KUPeAISIKWV aokwv. H kupeAidotpiyoeidikr duomiaaoia,
Ue (1) xwpic) maBoAoyikr Sidtaén Twv MVeUUOVIKWY PAELWY EKONAWVETAL O TEAEIOUNVA
1 oxe&OV TEAEIOUNVA VEOYVA UE AVATIVEUOTIKI AVEMAPKELD KAl TIVEUHIOVIKH UTTEPTAON
oTa onoia eVOEXETAL VA UTTAPXEL KAl OIKOYEVELAKO I0TOPLKO. 1

H aktivohoyikn elkéva gival pualoloytKr 1 UTTAPXOUV SIAXUTEG OKTIVOAOYLKES AVw-
MaAigc.™

H Bloyia nmvevpovog xapaktnpiletal amnd avwualie¢ TOG0 TNV MTVEUUOVIKA
KUkAo@opia, 600 Kal 0To KUPEMSIKO TTApEyXUUa, UE EVIUTIWOIAKA TTAXUVOnN Tou
MEOOU XITWVA TWV TIVEUUOVIKWY apTNPLWV KAl ETTEKTACN TWV AEIWV HUTKWY IVWV TWV
aptnploliwv ota evdohofidlaka ayyeia, pe diataon Twv GAERWV Mou cuvodelouv
TIC UTTEPTTAQOTIKEG APTNPIEC O€ OAN TNV TTOPEIA TOUG KAl UE AVETIAPKN apTnplomoinon
TOU KUPEAISIKOU TTapeYXUMATOC. > EXouv mEPIypa@Ei APKETEC TIEPITTTWOELG PE OPIUN
gU@Aavion otn Ppe@iki NALKia, KABWE Kal CUVOUVACUOG UE AVWHOAIEG TOU TIEMTIKOU,
TOU KapSlayyelaKOU CUCTHUATOC, TOU OUPOTIOINTIKOU Kl TwV o@OaApwy. 2! Me-
pimou To éva Tpito TWV acBevwv £xouv Aep@ayyelekTtaoieg. H vooog éxel yeveTikd
untéBabpo.2#% H mpdyvwon Twv acBevwv autwv gival moAu PBapid pe tn Bvntotnta
va gyyilel To 100%°.

Awarapayéc dianAaonc pe avermapkn kupeAidomoinon

MpoKelTal Y10 OVTOTNTECG TTOU AVTAVAKAOUV EANATTWHEVN KupeASomoinon Twv
TIVEUUOVWYV TTPOYEVVNTIKA 1] UETA TN Yévvnon. Eival ouvnBwg Seutepoyeveic kat aveu-
piokovTal o€ TOIKINO KATAOTACEWY. XUXVOTEPN €ival N TIVEUUOVIKI UTTOTTAQGIa OTnV
omoia mapdyovtec mou emdpouv Katd tn SldpKela TNG KUNoNS (MEPLOPICUOC TNE Bw-
POKIKNG KOINOTNTAG TOU EPPBPUOU, SlaTapaxéC ApvIaKkoU LYPOU, VEUPOUUIKEG TTABRCELS
ME HEWMEVEC 1 ATTOUCEC AVATIVEUOTIKEG KIVAOELS, AVWHIAAIEG TOU KOIAIAKOU TOIXWHATOC,
OKENETIKEC, KAPSIAYYEIOKEG 1] XPWHOOWHIAKES SLATAPAXES) £XOUV WE ATIOTEAECHA TNV
avemapkn SIATAACT TWV TIVEVUOVWV. 2%
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E161KéC KATAOTAOEIC ayvWOTOU altiodoyiag

H unepmAacia veupoevSoKPIVIKWY KUTTAPWV TNG BPe@IKA¢ nAikiag, xapaktnpiletal
amod onUAvTIKA cupntwuatoloyia, Sucavaloyn Twv eupnuUdtwy TG otn Bloyvia
TVEUUOVOG TTOU €ival EAAXIOTA Kal PN €181KA, YE UTIEPTIAACIA TWV VEUPOEVOOKPLVI-
KWV KUTTApwV Twv BpoyxloAiwv Kal avadelkvUETal 0TV AvOOOICTOXNUIKN XPWon
pmoumneoivng.?#? H kKAIVIKR €lkova xapaktneiletal amd tayxvmvola, vmo&alpia Kat
kaBuoTtépnon cwPATIKAG avénonc. Ta AKTIVOAOYIKA EVPriUATA E EIKOVA HWOATKoU
Kal mayidevon aépa Kupiwc oto 8&€16 péoo Aofo kal tn YAwoaoida, BswpouvTal
XOPAKTNPIOTIKA TNG VOoou.2%3 H mpoyvwon gival oAU KaAr pe otadlakn Beitiwon
KATA TN OXOAIKN NAIKia.

H Bpepikn mveuuoviki yAukoyévwon

Xapaktnpiletat amo diaxutn ouvdbpolon HECEYXUUATIKWY KUTTAPWY 0TO SIAUECO
KUYPENISIKO 10TO UE TTAPOUCIA EUOVWHEVWY CWHATIWY YAUKOYOVOU OTO KUTTAPOTAQGUA
TWV HECEYXUUATIKWY KUTTAPWV ToU S1dpeaou 1oTou. EkdnAwveTal Le TayxUTvola Kal UTTo-
Eatpia apéowc Petd n yévvnon A Aiyo apydtepa otn vEOYVIKN 1} BREPIKN NAIKia. Aev €xel
ava@epBei BvntdTNTa, Kal N €KPacn Twv MEPIooOTEPWY acBevwy gival TTOAU KaAr 333

Alarapayéc mpwrteivwyv em@aveiodpotikoU mapdyovta

2Tnv Katnyopia autr meptAayfdavovtal ot SIAUECEC TTIVEUOVOTTIABELEC TTOV €ival
anmoToKeg HETAANAEewY TwV Yovidiwv mou kabopilouv TNV mapaywyn Twy mPwTE-
tvwv SFTPB, kat SPTPC Ttou emipaveloSpacTikol mapAyovTad, OTwWE Kal YOVISIOKES
petallagelc tng ABCA3, (LENOUC TNC OlKoYEVELAG TwV TTPpWTEIVWY ATB-binding cas-
sette, mou Slapecolaf3ouv Tnv PeTaKivnon HIAG HEYAANC TTOIKIAIAC OUGIWY, CUUTTE-
pAappavopévwy tTwv Aimdiwy, dlapéoou TG KUTTAPIKAC MEUPBpavnc). To pacua
NG EMakOAouOng mveupovikAG véoou eival 1dlaitepa eupl and ogia Bavatneopo
QVATVEUOTIKH QVETAPKELD 0TN VEOYVIKH NAIKia péxpl Siapeon mveupovondBeia otnv
eviAiko (wn.>* Oa mpémel emiong va onUElWOEl 6TL yia TNV KATAAANAN ékppacn Twv
yoviSiwv mmou gival umeBuva yia TV mapaywyn Twyv mMPwTEIVWY Tou em@avelodpa-
OTIKOU TTapAyovTa €ival amapaitnTn N cUVOEDH TOUC E TOV HETAYPAPIKO TTapdyovTa
TTF-1, emiong yvwotd kal wg NKX2, o pohog Tou omoiou gival kaBoploTikdg otn
ouvoAikn Stadikacia. ENeippata i petaANd€elg mou éxouv cav amoTéEAECHA TNV
anwAela Aettoupyiag o€ éva amod ta avrtiypaga tou yovidiou NKX2.1 odnyouv oe
@atwvotumo RDS 1} didueonc mveupovomdBelac.? Emeldn 1o yovidio autd ekppddle-
Tal emiong otov Bupeoeldn adéva Kal 0To KEVTIPLKO VEUPIKO oUOTNUA, EVOEXETAL Ol
a0Beveic va eKONAWVOUV CUPTITWHATA ATTO TA AVTIoTOIXA Opyava Kal yi' autd €xel
ovopaocBei «cuvdpopo eykepalou-Bupeoeidouc-mvelpovoc» (Brain-Thyroid-Lung
syndrome).3¢

H Aenmtouepric avaluon Twv KATAOTACEWY AUTWV aTTOTENEL B€pa 161KOU EMUEPOUC
Ke@alaiou.
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Aildueoeg mveupovorrdOeig oxeTI{OUEVEG Ue CUOTNUATIKA voorjuata

TNV Katnyopia autr unidyovtal ol Onoavptouwoeic (N6oog Niemann-Pick), n Av-
OIVOUPIKN TTpwTelvoupia Ye TiveupovortdBela TUmou KUPEAISIKAC MpwTEivwong, Kal n
OUYYEVIG LoP®A TNG I0TIOKUTTWONG Tou Langerhans, mou gival omdvia Kat cuvodeveTal
amé mpoofoin MoAwWV opydvwy e 18laitepa uPnAry BvntdétnTa oTnv evdounTtpla n
veoyvikn nAkia. H didxutn d1ibnon twv nmveupdvwy and ta 1oTiokuTTapa odnyei o
QVATIVEUOTIKN avenmdpkela. 3’

Kataotdoeig uipovueveg diaueon mvevuvovondOeia

KapSiomdBeieg mou xapaktnpiCovtal amd avénuévn por aiatog oTny MVEVRIOVIKA
KUKAOQOPIQ, OTIWG N UpEia HECOKOATTIIKA i N LECOKOIAIOKK EMIKOIVWVIA, O AVOLXTOG
Botalelog mépog kal ol aptnpelo@AePwdEIC SuoTAacieg Pe peydAn Siaguyn amd
OUOTNMATIKA TTPOC TNV TIVEUHOVIKI KUKAO@OpIa, gival Suvatdv va ekGnAwBouv oAU
EVWPIC, UE TTPOEXOLOA TNV EIKOVA TNE SIAUECNC TIVEUOVOTIABELAC, AKOMN KAl ETTI ATTOU-
oiag eppavouc kapdlakng avemdpkelac. Mepikéc amo Ti¢ mabrioelc mou gumodifouv
TN QUOLOAOYLKH ETIIOTPOPH TOU AiATOC OTIC APIOTEPEG KOINOTNTEG i} TTPOGBANNOLY
TA AyYEid TNG TIVEVHIOVIKNG KUKAO®OPIAC, OTWE N 1810mabA ¢ TIVEULIOVIKH UTIEPTAGCH, N
PAELOATTOPPAKTIKA VOGOC TWV TIVEUUOVWY, KAl N AVWUAAN EKBOAR TWV TIVEUUOVIKWV
QAEPwV, TPOBANNOLVY KAIVIKA Kal AKTIVOAOYIKA WE SIAUETEG TTVEUOVOTIABELECS. AKOUN
OTTAVIOTEPA UE EIKOVA XPOVIAG TIVEUIOVOTIADEIag ekdnAwvovtal ot SuoTAaoisg Twv
AEUPAYYEIWV TOU TIVEUHOVIKOU TTAPEYXUATOC.

ZUUTTEPACHATIKA, Ol CUYYEVEIC SIAPETEC TTIVEUIOVOTIABEIEC ATTOTEAOUV TTOAU PEYAAN
Katnyopia omaviwy mabrioewy e ONUAVTIKE OVOLIOIOYEVELA OTOV TPOTIO EKSHAWGNG Kal
N BapUlTNTa TNS KAIVIKAC EIKOVAC. AUTO TToU TIPETTEL va ToVIOTEI 1dlaitepa sival Tw¢ oTav
Kupiwg o veoyvoAdyog, aAAd kat o maidiatpog avTideTwrtiCel veoyvd pe avOeKTIKN pop®ry
RDS, emipova KAVIKA euprjuata NMOTEPNC, £0TW, AVATIVEUOTIKNAG SUOXEPELAG, 1 Bpépn UE
gmigovn Taxumvola mou dev e€nyouvtal amd AN umokeipevn mabnon, Ba pémetva BAAel
oTn S1aPopIKN Tou SIAyvwaon TNV KATnyopia autwy Twv voonuAatwy. H Tekunpiwon tng
akp1foucg didyvwong gival amapaitntn, 1600 yla Tnv mpdyvwaon 600 Kat yia Tnv Aqgn n
un 1dlaitepa SUOKOAWV amo@Acewy, OTIWE N SIAKOTTH TNE AVATIVEUCTIKIC UTTOOTAPIENC A N
METAUOOXEUON TIVEUUOVWV. MNa va Yivel EQIKTA amatteital n ouvepyaoia pe eEEIOIKEVEVO
natldonveupIovoAdYo Kal n oTadlaKr Kal HeBodIKN S1ayvwoTIKN TTPOoCéyylon e TN Xprion
TOU AMAPAITNTOU AIUATOAOYIKOU EAEYXOU, TIG ATTEIKOVIOTIKECG EEETAOELG, TOV YOVIOIAKO
é\eyxo, Tn Slevépyela Bpoyxookomnong e ANYn PpoyXoKUPEeNSIKOU eKATTUMATOC Kal
™ ANYN Broyiag mveluovoc e amooToAr TG o€ EEIOIKEVUEVO KEVTPO Yia YVWHATEUON.
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Bpoyyxikn umrepékkpion

Baaoikng Mpappeviatng, Kwotag N. Mpigtng

Ot mveupoveg mapd tn ouvexn £ékBeor Toug o€ TaBoyodVOUC HIKPOOPYAVIGHOUC,
owHATidIa KAl TOEIKEC XNMIKEC OUTIEG, gival EAIPETIKA AVOEKTIKOI OTOUC EIOTIVEOEVOUC
mepiBalovTtikoU¢ BAamTikoUg mapdyovtec. Me tnv €loTvor JeydAou OyKou aépa tnv
NUépa, To avamveuoTikd emOAAlo BouPapdileTal pe eEKATOUHUPLIA cwHaTIdiwy TNV
wpa." Auth n avBeKTIKOTNTA TOU AVATIVEUOTIKOU CUCTAUATOC 0TNPileTal OTNV ATTOTE-
AEGUATIKN, TPWTNG YPAUUNG AUV, TIOU TTApEXETAL ATTO TN BAEVVN TTOU EMIKAAUTITEL TO
TOIXWHA TWV AEPAYWYWV.

H ékkpion Aenmtol oTpwuatog BAEVVNG, AEITOUPYED WE OUOLOCTATIKOG UNXAVIOHOG
ME TTOIKIAl0 AEITOUPYIWV Kal TTai(El oNUAVTIKO pOAO OTNV TTPOCTACIA TWV AEPAYWYWV.

370 Keipevo mou akoAouBei mapouctdleTal o€ CUVTOMIA O UNXAVIOUOG EKKPLONG KAl
UTTEPEKKPIONG PAEVVNC OTO KATWTEPO AVATIVEUOTIKO, Ol CUVHBEIC KAIVIKEC OVTOTNTEC
mmov xapaktnpifovtal amd umepékkplon PAEVVNG KAl 0 PONOC TOU YEVETIKOU TTapdyovTa
oTtnv mapaywyn TnG PAévvng.

2YZTAXH - EKKPIXH BAENNHX

H BAévvn €xel Cehatividn ver Kal amoTteAEiTal UOIOAOYIKA ammd 97% vepo kat 3%
oteped ovoia (BAevvivn, mpwrteiveg, Aimibia, Kuttapikd cuykpipata). To Baciké otol-
xeio-kAe1di TN PAévvng amoteAolv ol BAevviveg TTou gival uPnAol poplakoU BAapoug
YAuKompwteiveg, AoUoleg o€ udatdvOpakec.® Ot BAevviveg mapdyovtal evdokuTtdpla
kat otoldlovtal o€ kKokkia. Katda tn didpkela Tng eEwkuttdpwonc (EkKplong) tTa KUTtapa
EKKPIVOUV TO TIEPLEXOUEVO TWV KOKKIWV Kal Ol EKKPIVOUEVEG BAevviveg evudatwvovtal
TAXEWG Yia va oxNpatioouvv CEAATIVWOEG UAIKO e aouVNBIOTEG ENACTIKEG Kal KOMW-
6e1¢ 1810TNTEC. To UAIKO aANAemSpd e TOUG KpooooUC CUUBANNOVTAC OUCIACTIKA
oTN A&lTOVPYia TOU pNXAvioUoU TNG BAEVVO-KPOOOWTNG KABAPONG, CUMMETEXEL OTNV

I Maibtatpixn KAvikr Mavemotnuiov ABnvwy, NN «ATTIKON»
AMnloypaegia: BaoiAng lpauuevidtng, bilgramm@yahoo.gr
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ATTOTEAEOUATIKOTNTA TOU BAX0 KAL PAIVETAL OTL EXEL ETIIONG, ONMAVTIKEG AVTIUIKPOPBLAKES
Kal avTipAeypoVWOELC IB10TNTEC.

Ot KUpLeC BAevviveg Tou TapdyovTal 0To avanveuoTiko emBnAio gival n MUC5AC
kat n MUCS5B.

®duooloyikn ékkpion BAévvng

Kuplol urebBuvol yia tnv mapaywyn tnS BAévvng oTo avamnveuoTiKo emBnALo sival
TA KAAUKOELSH KUTTApA Kal ot urtoAevoyodviol adévec.

Ta kaAukoeldr kuttapa oxnuatifovtal ién amnd vwpic otn Siadikacia Sidmhaong Twv
TIVEUMOVWY, amo 1o Peudoadeviko otadlo, mepimou tn 13" fSopdda tng epPpuIkng
(wne¢.* Eival diaomapta og OAN TNV EMEPAVEIA TWV MIKPWVY KAl HEYAAWV 0EPAYWYWV
MEXPL TO eMiMeS0 TwV TENIKWV BpoyxloAiwy, pelolpeva aplBunTtikd katd tn diadpoun
TPOG TNV MEPLPEPELA. TOUTO i0WC AVTAVAKAA TN UIKPOTEPN EMAPN TWV MTEPIPEPIKWV
agpaywywv Pe Ta mepBarioviikd cwpatidia.’

OtumofAevoydviol adévec avantuooovtal amd ) 15" Bdopdda ¢ euBpulkng {wng
Katyla Ti¢ emopeve 10 fSopddec.® Eival HikpoU peyéBouc kal Bpiokovtal oTny Tpaxeia
Kal TOUG BPOyXoUC e SIAUETPO PEYAAUTEPN TWV 2 MM. 2TV TPAXEI UTTAPXOULV TEAIKA
niepimou 4.000 tétolol adéveg, ald ival avaloyikd ToAUTTANB£oTEPOL GTOUG BPOYXOUG
peoaiou peyébouc.®

H kavoTnTa TWwv agpaywywy va ekkpivouv BAévvn w¢ amdvtnon o€ Kamolo £pétiopa
o@eileTal KUpiwg oTouC UTTOBAEVVOYOVIOUC AdEVEC. Y€ KATAOTACN NPEMIAG GNUAVTIKO
MEPOG TNG CUVOAIKAG TOCOTNTAG TNG TTApayOUevNnG BAévvng CuvelopEépeTal amod Ta
KOAUKOE161 KUTTAPA, agoU N cuPBoAn Twv uroAevvoydviwy adévwy Twv Anw agpa-
YWYWV, gival mepLOPIopEVN.E

H ékkplon amo ta kaAukoeldr KUTTapa yivetal péca amoé dvo povorndrtia.' Tn Baoiki
€KKplon, n omoia gival cuvexng, Ue XapnAd pubuo kat otnpileTal oTNV KUTTAPOOKEAE-
TIKN KiVNON TWV EKKPITIKWY KOKKIWV Kal TNV EKKPION UECW XUUIKWVY EPEBIOUATWY, GTTOU
N €€WKUTTAPWON TWV KOKKiwv pubuiletal og anmdvinon eEwWKUTTAPIWY SlEYEPOEWV.
TNV €kKplon PAévvng amd Ta KAAUKOEISH KUTTAPA QAIVETAL VA CUMMETEXEL KAl N TTA-
pPacLPTABNTIKA VELPWON.

2Tou¢ UTToBAEVVOYOVIOUC aOEVEC N EKKPION aKOAOUBE( KIpKASIKO pubuo, Kupiwg
MEOW TWV TTAPACGUUITABNTIKWY VELPWV. TOGO N oUVOECN TOU EVOOKUTTAPIOU TUAUATOC
000 Kal N amékkplon emnpealovTal amod TapACUUTAONTIKEG VEUPIKEG (VEC aAAA Kal
OLUTABNTIKEC, av Kal N avantuén Twv TEAEUTAIWY @aiveTal OTl eival meploplopévn.” H
MOoATNTA Kal N TTOLOTNTA TG EMAKOAOUBNC éKKpLong Sla@épouv avaloya e To EpEBIoa.

Ynepékkpion BAEvvng

H moodtnta tng nuepnotag mapaywynig PAévvng otoug Bpoyxoucg eival pUCIOAOYIKA
<10 ml.2 Mg v emidpaon kamolou EPIBAAAOVTIKOU TTAPAYOVTaA O EKKPIVOUEVOC OYKOC
BAévvng pmopei akaplaia va avéndei, uéxptl 500-mAdotog péoa o mepiodo PEPIKWV
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8ekadwv msec.? H avénon autr otnv mapaywyr tng PAévvng enttpénel Tnv mmayideuon
KOl TNV amopdkpuven Twv maboyovwy mapayovtwy mou TpoKAleoav to epgdiopa amnd
Tou¢ TveLoveG. QoTdoO, N uepriapaywyry BAevvivng, we ouvémela TN UTEPBOAIKNAC
£kkplong BAévvng, umopei va odnyrioel o amo@eaén Twv dEPAYWYWY, UETATPEMTOVTAG
T0 6PAOTIKO AUTOUATO APUVTIKO cUOTNUA o€ SuvnTiKA emPBAAf Hnxaviopo. Moikia
nmaboyova, pecohapntéc n tofiveg (Mivaxkag 1) pmopei va emayouv dueoeg (o&egiec) r xpo-
VIEC ATTAVTHOELG, OTTOU 0 pUBOC BACIKAG EKKPLONG TWV AEPAYWYWV AuEAveTal EKOETIKA.

O&eiec MPOKANOELG TOU AVATIVEUGTIKOU CUCTAATOC EVEPYOTTOLOUV PAEYHOVWSELC /
avoooloylkoU¢ HecoAafnTéC TTou evepyorololV TNV umepékkplon BAévvng, Sivovtag
TO €VAUOA YId éVaV EKKPITIKO KATAPEAKTN UE ATTOTENECHA TNV AUECT ATTEAEUBEPWON
[BAevvivnc amd Ta KOKKia Twv KAAUKOEISWV KUTTAPWVY Kal/f} TWV EKKPITIKWY KUTTAPWY
Twv umofAevvoyoviwy adévwy (Etkova 1)."" H ékkplon PAEvvng TUTTIKA EMTAVEPYKETAL OTA
UOIONOYIKA emimeda pPéoa O NYEG NUEPES ATTAVTWVTAG O€ AVTI-PAEYHOVWOELS PNXa-
VIooUC¢ TTou avtaywviovtal pecohafntég mou evodwvouv Tn Aeypovwdn Siepyacia
Kal amokaBloTouv TNV OUoIO0TACT GTOUG AVATIVEUCTIKOUG AEPAYWYOUG.

MolkiAa xpovia @Aeypovwdn avamveuoTiKA voorjuata oxetiovTal e UTIEPEKKPLON
BAévvng, aA\a pe SlagpopeTikd epebiopata. MNa mapdadelypa, aANEPYIKOi TTAPAYOVTEC
MITOPOUV VA EUMAEKOVTAL OTO ACOUQA, YEVETIKEC SIATAPAXEC KUPLAPXOUV GTNV KUOTIKN
ivwon, evw n xpovia anmo@pakTikn mveupovomdaBela (XAM) ouvdéetal oTevd e TNV
€lomvor] TO€IKWV CUCTATIKWY TOU KATTVOU TOU Talydpou. Ave€dptnta amd tnv mMolKIAia

Mivakag 1. Mapadeiypata pebloTIKWY MApayovIwy mou emdyouv TNV avénon €kkplong PAévvng
oTou¢ Bpoyxoucg'
Baktnplakd mpoidvta (m.x. Pseudomonas aeruginosa, Staphylococcus aureus, Streptococcus pneumo-
niae, atunia ote\éxn Haemophilus influenza kat Mycoplasma pneumonia)

— Aimomohuoakyapidn (LPS)

— Nimotexoiko o (LTA)

likd mpoidvta m.x. pvoioi, mapapuoioi, RSV)
— Nitpikd o€eidlo
— KukA\ikd AMP
DOAeypovwdn KuTTAPA
— Oubetepopida
— Hwowoégia

Kuttapokiveg

— TNF-a, IL-1b, IL-13, IL-6, IL-17, IL-8
Mnxavikn BA&BN emOnAiou

— Kamvog totydpou

— AeuKoTpLEVIa
MNpwtedoeg

— AvBpwmivn oubetepo@INIKN eEhaocTtdon
Moupiveg

— ATP, ADP, AMP
AvTiyova (.. ofaABoupivn)
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MepBarhovtikd Toéivoydva/Maboydva

DAeypovwdele/Avootakég Amavtrioglg/MeoohaBntég

XPONIA . . O=EIA

Ynepmapaywyr BAevvivng .erwua T Ynepékkpion BAewvivng
YnepmAacia KAAUKOEIS WV Yneprnapaywyn BAevvivng
KUTTAPpWV 1 ékppaon MUC yovidiwv

1 ék@paon kat 5pacTtneloTnTal
YAUKOQUA-TPAVOQEQACWYV

YnepmAaoia adévwv

Kahukogldég
wua BAévvng KUTTapo

—

2Tp!

BAewwdeg
KOtTapo

Kahukoelbég
KUTTOpO

Andepaén BAévvng 0Toug aepaywyouc:
AcBua, KuoTIK ivwon, Bpoyxitida

EIKONA 1. ATTAvTNON TWV EKKPITIKWV KUTTAPWY TWV Agpaywywv o€ o&éa n xpovia epebi-
opata. ODAeypovwoelg pecohanTéG TapAyovTal 0ToV TVEUOVA OE ATAvTnon TNG €kBeong
TOU aVATIVEUCTIKOU £MBNAiou o€ epIBAaNAOVTIKOUC EpEBIGTIKOUC TTAPAYOVTEC (AVWw EIKOVA).
21N didpkela pia ogiag amavtnong (Katw de€1d elkova) pePIKoi tecoAaNTEC AelToupyoLV
WG EKKPLTOYOVOL, EVEPYOTIOIWVTAG TNV €KKPLaN BAevvivng amd Ta KaAUKOELS KUTTapa Kal/ny
TA AdEVIKA EKKPITIKA KUTTAPA. ZUYKEKPIUEVOL PEGOAAPNTEC pmopouV va avfo-pubuicouv
™ petaypaer tou MUC yovibiou, Siadikacia amapaitntn yia tn ouvéxion tng BloovvBeong
™G BAevvivng Kal EMOPEVWG TNG UTIEPEKKPLONG. H mapaywyn tng BAevvivng emavépyetal ota
Baotika emimeda peTd TNV AMoKaATACTACN TNG OUOIO0TACNC OTOUG AEPAYWYOUC ATTO AVTIPAEY-
HovwSelg pecoAafnTEG Kat unxaviopoug. O1 acBeveic mou avanmtiooouv xpovia vooruata
agpaAywywv (Katw aplotePd) TUTTIKA avantUooouV UTTEPTIAAGIA TWV KAAUKOEISWV KUTTAPWY
Kat urreptpoia/vnepniacia Twv adévwv Adyw TnG avadiapop@wong Twv AgpaYwYwV, U
amoTéheopa TNV avénon tng Bacikig mapaywyng tng BAevvivng, 6mwg yia mapdadelypa o
aoBeveig pue aoBua, XAM 1 KUoTIKA ivwon. O&giec TPooPoAéC TwV agpaywywv 1 eEAPTEIG
o€ TETOIOUC a00EVEiC CUVEICPEPOUV OTNV ATTOPPaln Toug amd PAévvn.

TWV AITiWV, Ol OPOIOTNTEG TTOU UTTIAPXOUV OTIG KUTTAPIKEG ATTAVTAOELG (UTTEPEKKPION
BAévvng) ummodnAwvouv TNV UTTAPEN KOIVWV UTTOKEIUEVWVY UNXAVICWV.

EKKPITIKA UTTEPATTAVTNTIKOTNTA

Mpokettal yla mOavo Kowd UnNXaviopo TToU Ol dEpaywyoi mapdyouv auénuévn
moodTNTAa PAEVVNG WE ATTAVTNON O€ YVWOTO EKKPITOYOVO TTapdyovTa. H eKKPITIKA
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UTTEPATTAVTNTIKOTA €ival avAloyn TN BPOYXIKAG UTTEPATTAVTNTIKOTNTAG, IS10TNTA TWV
Bpoyxwv XapaKTNEIoTIKH TOU ACOUATOC. ATTOTEAE! IOWC TPOOTATEUTIKN amdvinon
ME oToxo va meplopioel Tn Sieioduon epebioTikwy mapayoviwy Bablitepa otoug ag-
paywyouc. MoAhoi amd toug SleyépTeC Mou TTPOKAAOUV TN Agia HUIKK cuomaon sival
emiong ekkpltoyovol, deixvovtag 6Tt Kat ot SUO APUVTIKOL PnXaviopoi eival pépog evog
YEVIKOTEPOU CUCTHHATOG APUVAG TWV agpaywywv. H eKKPITIKA umtepamavTnTIkOTNTa
éxel mapatnpnOei otabepd os aoBeveic pe acBua kat cuvdpopo pésou Aofou,'? evw
mahaldtepa dlamotwinke o€ melpapatolwa e€alpeTIKA avénuévn evaiodnoia Twv
AEPAYWYWV OE EKKPITOYOVOUS PAEYUOVWOELG TTAPAYOVTEG.? Towg TENIKA va TTPOKELTAL
yla oUVSUAGHS UNXAVICHWY TIOU EVEPYOTTOLOUVTAL WG ATTAVTNON O XPOVIa GAEYOVWON
epebiopata, OTwG mapatnpeital og acBeveic pe XA mou oxetifetal pe To KAmviopa.'

AN\OG UNXaVIOUOG TToU evoxoTmoleital gival n urepmapaywyn PAevvivng, 6mwe @ai-
VETAL O€ 000eVEeiG Pe Xpodvia avamveuoTIKA VOOHUATa, OTTwG T.Y. To AoBua, n xpovia
Bpoyxitida n n KuoTikn ivwaon, emdyovtag agBoveg moodtnTeS BAévvNG. T AUTOUE TOUG
aoBeveic n avénuévn mapaywyn PAevvivng, akéua Kal oTny anoucia e€aposwy, avta-
VaKAA mBavd Tnv uTrEPMAAGIa TWV KAAUKOEIOWV KUTTAPWY Kal/1) Twv UTTOBAEVVOYOVIWY
adévwy, mou aufavouv 1o Baoiko eminedo ékkplong PAévvng (Eikova 1).'" OAeypovw-
Se1g Kat AANoL HecOAABNTEC EXOUV AVAYVWPLOTEL O€ EKKPIOEIC 1} o€ TTUENA AoBevwyY e
XPOVIA aVANVEUOTIKA VOO LATA KAl €X0UV EUTTAOKEL OTO UNXAVIOUO UTIEPTIAACIAG TWV
KOAUKOEIOWV KUTTAPWY 1 aKOUA Kal Twv UTTOBAEVVOYOVIWY adEVwy, XOpaKTNPIOTIKO
AAN\wOoTE €VPNUA O€ AUTA TA VOO AT,

H unepékkpion BAévvng o xpdvia eAeyovwEN VOO LOTA TWV AEQAYWYWY PaAivVETAL
OTL oxeTiCeTal YE TNV UTIEPTPOPIA TWV LTTOBAEVVOYOVIWY adévwy 6To BAB0G TOU TOIXW-
MOTOG TV BPOYXWV KAl TNV UTTEPTIAAGIA TWV KAAUKOEISWV KUTTAPWY OTO EMIPAVEINKO
emOAAL0 Twv Bpoyxwv.'® Otumnof3Aevvoydviol adéveg @UOLIOAOYIKA KaTalapavouy me-
pimou 10 1/3 Tou ECWTEPIKOU TOU TOLXWHATOG TWV AEPAYWYWV HETAEY TNG £0W TTAEUPAS
Tou X6vOpou kal tng Bdong tou emBnAiou (Seiktng Reid). X KATAOTACEIG UTTEPEKKPIONG
BAévvng n uneptpoia Twv uoAevvoyoviwy adévwv avaloyei oe av€énon tou Seiktn
Reid éw¢ 0,5 | meplocdTEPO, £TOL WOTE N TTEPLOXT TOU TOIXWHATOG TTOU KaTtaAapBdvetal
amo Toug urtoAevvoyovioug adévec va auéavetatl péxpt 50% r kat meploodTepo.’

EmmAéov ta kaAukoeldn kUTtapa epgpavifovtal ota BpoyxloAla, mou givat cuvriBwg
omopadikd n amovta.t Ze aobeveic pe Nmo-péTplo doBua ta kalukoeldry KUTTApPaA
avédvovTal 2-3 popEc,'® evw og aoBeveic pe Bavatn@opo acOua o aplBdC Toug ToA-
Aamaoidletal péxpt 40 @opéc. H umepmacia Twv KAAUKoeIdwv KUTTApwV ogeileTal
ev uépel otn Slaipeon Touc. To eyaAUTEPO HEPOC TNG SNUIoUPYIAC VEWV KAOAUKOEIOWV
KUTTApWwV OpwC, ogeiletal otn Slagopomoinon emONAIAKWY KUTTAPWY TWV AgPAYWYWY
TTOU €V TIEPLEXOUV KOKKIQ, KL TTIO OUYKEKPIUEVA 0€ BAPOo¢ Kupiwg Twy Kuttdpwv Clara
Tou eMBONAIOU, CUUTIEPIPEPOEVA OUCIACTIKA WG APXEYOVA KUTTAPA, AAAA KAl TWV 0pWw-
Swv KuTTdpwy, Ta omoia Bpiokovtal oTa PUCIOAOYLKA BpoyxloAla.' Ze melpapatolwa
€xel onUElwOEi péxpl 75% peiwon Twv kuttdpwy Clara avtiotolya, umodeikviovtag 0TI o
KUPI0G PNXAVIOOG TTou gival urteUBUVOC yia TRV alENon Tou APIBOU TWV KAAUKOEIO WV
KUTTApWV gival n petamiaoia.
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210 €MOAAIO TWV AEPAYWYWVY N UTTEPTTIAACIA TWV KOAUKOEISWV KUTTAPWY aAld
Kal n petamiacia aANwv emBnAlakwy, gaivetal va Taifel onUavTIKO TTPOOTATEUTIKO
pPOMO o€ amdvtnon Tuxov emoupaivoucag BAABNC Tou emBnAiou. H unepmiacia Twv
KOAUKOEIO WV KUTTApWY 08nyei o avénon tng ékkplong tng PAévvng, avédvovtag tv
KABapon Twv VEKPWV KUTTApWV Kal TTaboyovwy o€ pia mpoondBela amokataoTaong
TOU AVATVEUOTIKOU cuoThpaTtoc. Otav To PAanTIKO péBiopa Tmavel, Ta KAOAUKOELON
KUTTOPA QIOTTTTOUV Kal avTiKaBiotavtal amo To GuoloAoyIKo emBNAAL0. € Xpovia ava-
TIVEUOTIKA voorjuata Ta emnpia epebiopata empévouy, mpodyovtag tn cuvexI{opevn
UTTEPTIAAICIO TWV KAAUKOEISWV KUTTAP WY, TN METATTAACIA TWV EMONAIOKWVY KUTTAPWV I
TNV UTIEPTPOPIA TWV UTTOBAEVVOYOVIWY AbEVWY, KAl TEAIKA TNV UTIEPEKKPION TNE BAEvvNC.

KAvIkéG OUVEMELEG TNG BPOYXIKNAG UTTEPEKKPLONG

H Bpoyxikn urtepékKplon amoTteAei SIaKPITO OToIKEI0 O MAEIASA XPOVIWVY PAEYUOVW-
Swv Kat 6x1 HoVo voonuatwy Tou Tiveupova (Mivakag 2). H Bpoyxiki uepékkplon odnyei
oe dlatapayn TnG PAeVVO-KpooowTr¢ KABapong, o€ AVWHOAO BAKTNPLOKO ATIOIKIOUO,
o€ PAevvOoTaON KAl OXNUATIOUO Bucudtwy BAévvng 0TouC agpaywyols Kabwe Kal o€
Suohertoupyia oTnv avtalayn Twv agpiwv.'® H umepékkplon PAEVVNG 0TOUG EYANOUC
agpaywyoul¢ oxetiCetal e TV mapoucia Brixa kat av€nuévn mapaywyr TTUEAWY, EVW
OTOUG TTEPIPEPIKOUG OEPAYWYOUG N UTTEPEKKPION EivVal ACUPMTWHATIKN YEVIKA OTA
apxIKa otadla, al\d pmopei va odnynoel o€ PAevvOOTACN, EKTETAUEVO OXNUATIOUO
Buopdtwy, Suomvola rj akdua KAl OE AVATIVEUCTIKI) AVAKOTTH."™

E€aipetikou evliagépovTtoc voon-
Ma, WG HOVTENO UTTEPEKKPIONG BAEV-
vng, €ival n mAaotikh Bpoyxitida, pia
omdavia aAAd SuvnTiKA ameEIANTIKA VO-
00¢, Tou Xapaktnpiletal amoé tn én-
Mloupyia eKTETAUEVWY IVOPBAEVWWOWV
evbofpoyxikwy ekpayeiwv.' H mhaoti-
KN Bpoyxitida pumopei va oxetiCetal pe
KOTOOTACELG BPOYXIKAG UTIEPEKKPLONG
HE TTIO XA POKTNPLOTIKA TO AcBua aAd
Kal pe voorjuata mou Sev oxeTiCovtal
AuECA PE TOUG TTVEVUUOVEG, OTTWG Yla
MAPAdElyHa KUAVWTIKEG OUYYEVEIC
kapdlomdbeleg kat 1dlaitepa HeTA AT
Xelpoupytkn 616pBwaon, cuvnBéatepa PeTA amo emépPaon pe Tnv TexViKA Fontan,'22022
To teheutaio umodnAwvel Tnv mMoOAUTAOKOTNTA TNG TaBo@UACLoAoYiag TNG BPOYXIKAG
UTTEPEKKPLONG KABWE Kal 0TI MBAVWE adlEUKPIVIOTOL AKOUA YEVETIKOI TTAPAYOVTES
emdpolv 0Tn PAIVOTUTIIKY €KQPAON TNG UTTEPEKKPLONG BAévvng.

H auv€nuévn mapaywyn ¢ BAévvng o€ PEPIKA VOO ATA TOU AVATTIVEUCTIKOU KAl TA
avtioTolya XapakKtnpPIloTikA TG mapouoidlovtal otny Eikéva 2.3

Mivakag 2. Noorjpata Tou mveUova TTOU OXETI-
Covtal pe BPOyXIKN UTTEPEKKPLON
AcOua

S0vdpopo péoou Aofol
Ynotpomdlouca/emnipovn atehektacia
Xpovia muwdng Bpoyxitida

MhaoTikn Bpoyxitida

KuoTikn ivwon

Xpdvia amo@pakTIKr veupiovoradela (XATI)
‘Oykot
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Yyui¢ Kkatdotaon AcOua XAN Kvotikn ivwon

Aopn
AEPAYWYWV

Kahukoeldég
KUTTOPO

BAévvn

Mpwrteiveg
mAaouatog

Alpo@dpa ayyeia sk
Adévag

JuoTaTIKA
BAévvng

BAevvivn XX XXXXX XXXX XXXX
OAeypovwdn kuTTApPA X XXX XXX XXXXX
Baktnpla XX XXXXX

EIKONA 2. AvaTIVEUOTIKA VOO HOTA KAl XOPAKTNPLIOTIKA TNG PAEvvNG. XapakTnploTIKn
gival n av€non twv amobnkwv TNS PAevvivng Adyw NG PETAMAACIAC TWV KAAUKOEIOWV
KUTTdpwv oTto acBua. Ot alhayéc otoug uofAevvoydvioug adéveg Sev gival eppaveic mapd
povo o oofapr vooo. Xtn XAl ot avénuévec amobnkeg BAevvivng mapoucidlovtal Aoyw
peTamaciag Tou emavelakol embnAiov padi pe avénon otov apiBud Kat Tov OyKo Twv
urtoAevvoyoviwv adévwy. TNV KUGTIKN ivwon ol amoBrkeg BAevvivng ival mTapouoLES pe
Ta Quolohoyikd emimeda, mMBavwg Aoyw avfnuévng €kkplong, aAd TPoe&Exel n UTTEPAEL-
Toupyia Twv urmoAevvoydviwv adévwv. O apBudS Twv X urmodelkvUEL TN OXETIKN agBovia
TWV CUCTATIKWV O€ KABe vdonua.

FTENETIKH XYNAEXH
Fovidia BAevvivng

A6 v mpwtn avakdiuyn Twv yovidiwv mou kwdikomolovv t PAevvivn (MUCT)
OTIG apxEéC TNG SekaeTiag Tou 90, o aplBudg Twv MUC yovidiwv éxel auénBei og meplood-
TEPA amo gikoal (Eikova 3)."" Amd autd, povo ta évieka ek@pAalovTal 0TO AVATIVEUCTIKO
ouoTnua.

Ta yovidia MUCT, 2, kat 8 ekgpdlovTal TOoo 6To MORAL0 600 Kal GTOUC UTTOBAEV-
voyovioug adévec. Ta MUC4, 5AC kai 13 yovidia ekgpalovTal Kupiwg oTo emOAAL0, VW
avtiBeta Ta MUC5B kat MUCY yovidia ekppdlovTal Kupiwg oToug adévec.

H MUC5AC BAevvivn kat n MUC2 gival Tpoidv Twv KAAUKOEIOWV KUTTAP WV, AlyOTEPO
n MUC5B, ev n MUC5B, 6xt t6co ot MUC8 kat MUCT9 BAevviveg, kKuplapxoUv GToug
adévec.

Ot BAevviveg MUCT kat MUC4 emikdBnvTtal ota Kpooowtd kuttapa. Ot MUC5AC kal
MUC5B BAevviveg BswpoivTal ot KUPLEC BAEVVIVEC OTIC PUOIONOYIKEG EKKPIOEIC TWV
aEPAYWYwWV, aAAA Kal OTIC EKKPICEIS 00BEVWV E AVATIVELOTIKA voonuata.?
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EIKONA 3. Movtého BlooUvBeong Kat EKkplong T BAevvivng o éva KaOAUKOELOEG i BAevVWdEC
KUTTapo. MNapdayovteg evepyomoinong tng Hetaypagric avavouv tnv ékgpaocn tTwv MUC
yovidiwv otov mupriva. MUC mpwteiveg petagppdalovTal 0Td pLBocwaTa KAl EI0EPXOVTAL OTO
evéomaopuatiké Siktuo. Qpiueg (Mpws YAUKo(UAIwEVEC) BAevviveg cuokeudalovTal Kal
amoBnKeLoOVTAL OTA EKKPITIKA KOKKIQ, HEXPLG OTOU €va EKKPITOYOVO £pEBIoA TUPOOOTHOEL
TNV €KKplon TN BAevvivng otnv Kopuaia em@dvela Tou embnAiov.

Ot BAevviveg au§o-puBpifovtal améd maboydva, Aeypovwoelg pecohafnTég Kat
toéivec. MikpoBlakoi mapdayovteg au€dvouv tn petaypaen tng MUC2 kat tng MUC5AC
BAevvivng, evw avamveuoTikoi Loi emayouv Tnv avénon ¢ ékkplong tng MUC5AC kat tng
MUC5B BAevvivng.2* H BAevvivn MUC5AC éxel avagepBei wg Seiktng Tng petamiaoiag
TWV KAAUKOEISWY KUTTAPWV.

O1 KUpleG eKKpIvOUeveS BAevviveg oTo aoBua gival ot MUC5AC kat MUCSB, pe tn
MUC5AC BAevvivn va givat Sucavaloya avénuévn (40-200 popéC O OxEoN UE TA QU-
ololoyikd emineda).?* H MUC2 BAevvivn gival emiong avénuévn.

>tV KUoTIKA ivwon ot MUC5AC kat MUCS5B €ivat kat ot §Uo mapoUoeg pe Tn BAevvivi
MUC5B va givat auénuévn og oxéon pe tn MUC5AC. H teleutaia eival mapouoa Toug
abéveg, kAt mou dg mapatnpeital TUmKa.?

>1n XA avénuéveg Bpiokovtat ot MUC5AC kat MUC5B BAevviveg (meploodtepo n
Seutepn). H MUC5B ekgppdletal ota KaAukoeldr KUTtapa avtiBeta pe 6t1 mapatnpei-
TAL O€ PUOIOAOYIKA ATopa.?® TN Xpovia Bpoyxitida ol BAevvivec MUC5AC kat MUC5B
givat avénpéveg (MUC5B>MUC5AC) kat n MUC5B Siagpépel o€ gpopTio og oxéon Ue
TOUG PUGLOAOYIKOUG agpaywyouc.' Akdua n MUCT9 BAevvivn €xel ouoxeTioBe( pe To
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BAevvo-emdepUIKO Kapkivwpa? kal n avénuévn ékppaon tng MUCT BAevvivng pe to
KUOTIKO a8EVOKAPKIVWA OTOUC TTIVEUOVEC. 2

EmyeveTtikoi unxaviopoi

Emyevetikoi pnyaviopoi mBavd maiCouv polo otn pubuion Twv MUC yovidiwv oe
Xpovia @Aeypovwdn vooriuata Tou avanveuoTikoU cuoTrUaToq. MNoAupop@iopoi twy
yovidiwv MUC1T, MUC2, MUC4, MUC5AC kat MUC5B €xouv avayvwplotei oto dobua,
£V TTOAVPOPPLopOS Tou MUCS5AC yovidiou €xel mpoodloploTei oTnv KUOTIKA ivwon.?
Kotvog moAupopiopdc oto MUC5AC yovidio éxel cuoxeTioTei pe Tn 1dlomabr mveupio-
VIKN ivwon Kal Tnv olkoyevr didpeon mvevpovia.>®

EMIAOIOX

H ékkplon ¢ BAévvng 0Toug agpaywyoUs ouvioTd (WTIKO OUOIOCTATIKO UNXAVIOUO
TTOU TTPOOTATEVEL TO AVATIVEUOTIKO GUOTNUA OXNHATI(OVTAG PPaYUO OF ELCTIVEOUEVA
maBoyodva epebiopata. NMapado&we, av Kal €vag EAATTWHATIKOG «PPAYHOS BAEvvne»
AQIVEl TOUG AEPAYWYOUC EKTEBEIUEVOUC O BAATITIKOUC TTAPAYOVTEG, N UTIEPBOAIKN
ékkplon BAévvng urmopei va cuvelo@Eépel oTnv TaBoyEéveon TTOAWY KOIVWY VOO UATWY
TWV agpaywywv. Méxpig evog Babuou, KABe voonua €xEl GUYKEKPLUEVO QAVOTUTIO UTTE-
PEKKPLONG, AANA OUYKEKPIUEVA TTABOPUGIONOYIKA OTOLXEID Eival KOWVA, OTTWG N EKKPITIKNA
UTTEQATTAVTNTIKOTNTA, N UTIEPTPOQIa TwV UTToAevvoyovIiwv adévwy, n urepmAacia
KOAUKOEISWV KUTTAPWV Kal N JeTamAacia AAwV emONAAKWY KUTTAPWV.

H avayvwpion twv MUC yovibiwv 6Touc agpaywyouc Kal Tng BAevvivng ou mapdayetal
o€ S1apopa avamveuoTIKA VOO LaTA €ival TO TIPWTO B OTN YEVETIKH XOPTOYPAPNOoN
NG MaBoAoYIKAG UTTEPEKKPLONG PAEVVNG, AANA TTPOPAVWC, ATTITEITAL EKTEVECTEPN KAl
EVTOVOTEPN UEAETN TTPOC AUTAV TNV KateLBuvon. MNepaitépw euPabuvon Kal yvwon Twv
yovidiwv mou eumAékovTal oTnV uepékKplon BAévvng Ba pmopoloe va odnyrioel o
pia eAmdo@odpa Bepameutiki 0806, mou Ba AeltoupyoloE WG KOV CUVICTWOA Yia Jia
TAEIA6A AVATIVEUOTIKWY VOO UATWV.
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