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Né8e1g evpenpiov
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INpdyvwon

H oikoyevng adsvoparddng nopvrnodiaon (familial
adenomatous polyposis, FAP) eival pia xAnpovouikn nd-
Bnon, nov xapaxktnpizetal and mv sp@dvion 8eKA8wV
£¢ XINASwV abevopatmdadv NoAvnédwv rnaxéog evié-
pov.I 4 Oewpeital npodiabecikA Kartdotaon tov KapKi-
VOU TOL NMAX£0G eVIEPOUL, OMmS Kal AAA®V 0pyAvmv, EVE
anotelei v npdTtn npodiabeoikn Katdotaocn KoNo-op-
B1koV Kapkivov yia tnv oroia avayvopiotnke vriebBuvvo
yovidio (yovidio APC).2>¢ Evoxoroleital yia 10 1% tov
MEPINTAOOE®Y TOL KAPKivov tou naxéog sviépov. H ov-
xvétnta gu@Aaviong tov cuvydpdpov Kupaivetar petafd
1:8.300-14.025 yevvnoeig zoviov, evd 1a 60o @bAa
ennpedzovial e€ioov.’#

To obGuSpopo motedetal 61 o@eidetal o OrOPaAdIKEG
N KAnpovopoUueveg petannd€eig Svo yowbiov, twv APC
(5q21-q22) xa1 MYH (1p34.3-p32.1).’Exovv kataypa-
@el nepioodtepeg and 1400 petanndleig oto yovibio
APC, o1 oroieg KAnpovopoOvTal He AVTOCWUIKO EMKPA-
tovvta xapakmmpa. O1 yvwotég petadAdeig tov yovi-
8iov MYH eival moh0 Ailydtepeg, andd svbiagpépov na-
povoidzel n napatpnon O11 vdpxel eBVIKA Katavoun.
O1 nAéov ouvxvég petanndeig otovg Kavkdoioug sival
o1 Y165C ka1 G382D. [evikd, n RAVIKA g1kéva acBe-
vodv pe petanideis oto yovibio MYH Bewpeital ena-
epdtepn and avin twv acBevedv pe petadddeig oto
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APC. H napovoia e§®KONOVIKOV eKENADOE®V o@eine-
TAl OTN CLVIPINTIKA MAEIOPYN@PIA TOV MEPINTOOEDY, AV
6x1 anokNelotikd, o petadddleig oto yovidio APC.12
Ek16¢ Spwg and ug yevetkég avopanisg, motevetal ot
otmv avdntuén g o1koyevoLg noAvnodiaong cLVEICEE-
pouv Kal nepiBannovtikoi napdyovieg, onwg n diaita, n
doknon Kai 1o Kdnviopa.”

O1 acBeveig eival cuvNBwS acvunteRAatKoi NPV andé
NV €u@AVIoN TV MoALNIOS®Y TOL MAXEOSG EVIEPOL), TIOV
apxizel katd mv genBeia. H ad&non tov apiBuod kai
OV peVEBOLG TV MOALNOS®WY CLVEXiZETAl HEXPIG OTOL
600 1o maxv éviepo KanveBei wg Kapnéta and avtouvg.
Katd péoo épo 1000 nonvnobeg sivar pakpookomkd
oparoi, o1 oroiol nAaicidvovial and 8ekddeg x1Nddeg
noAvnodeg Siapétpov <1 cm (ukpoadevodpara).’# O kiv-
Suvog gp@dviong Kapkivov motevetal Ot eival avdno-
yog 1oL apifuov avtdv. Avandyws tov apiBuol TV
noAvnéSwv, n o1koyevng nonvnodiacn xapakinpizetai
¢ debovn (>2000 noAvriodsg), apairh (100-500 nonv-
nodeg) kai e€acbsvnpéun (10-100 noAvnodeg).?2 O1 Svo
MPATEG KATNYOPIEG aAnaptizovy t AeySUeEVN «KAACIKN
olkoyevn nonvrnodiaon». H 1otonoyia tov nonvndédwov
g o1KoyevoLg noavnodiaong sival napdpola pe avtn
TV onopadikodv adevopatoddv noAvnédnv (cmAnveo-
Se1g, Naxvwtol, connvonaxvwtol). Kapkivopatddng s€an-
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Aayn ovpBaivelr oe 100% 1tV MEPITOCE®Y PEXPI TNV
nAikia tov 40 etodv, nepinov 10-15 xpdvia petd and
NV gp@duion 1oV noAvndédemv.-378

H oikoyevng nopvnodiaon napovoidzel peydno @ai-
votuniké nonvpop@iopd. ‘Etol, epgavizetar noikinopop-
@ia 1600 otov apiBud te®v noAvndédwv Gco Kal otov
apiBpd kai 1o eibog twv e§wevieplkOdOV ekEnAdoewv. O1
e€wevtepikég eKENADOEIG TNG OIKOYEVOUS nonvnodiaong
uropei va sivar kakonBeig (SwdskadaktdAov, naykpéa-
10¢, Bupeoe1bolg, eyke@ddov, nnatog, smveEpPiSinv,
00TV, X6Udpov) N kadonbeig (ootedpara kpaviov, oSo-
VTIKEG avepadisg, Ainodpata, wopata, eméepposideic n
ounypatoyoveg KOotelg, Seopoe1beic OyKol, YaoTpIKOoi-
Sw8ekadaktuikoi-e1Neikol moAvNodeg, Asiopvouara,
vneptpo@ia ap@iBAnctpoeiSoig). ‘Exel anobeixBei 411 n
MOIKINOPOP@Ia TNG KAIVIKAG €1KOVAG TNG OIKOYEVOUG
noAvrnodiaong oxetizetal 1600 PE TO HETANNAYUEVO YO-
vibio 600 kai pe 1o axkpiBEg onpeio dnov €xel emtene-
otel petdAdan evidg tov yowvidiov. ‘Etor e€nyeital kar n
sppdvion twv ocvvdpdumv Gardner, Turcot, Cronkhite-
Canada, nov nanaidtepa Bswpovviav anotéAsopa noi-

KiAng Sie106vtikdTNTAG p1ag Ko1vng petdnnaéng.-32

H 8idyvwon tng oikoyevoig nohvnodiaong prnopei
va vyivel eite pe yeveuxkd éneyxo vnapng yoviSiakng
petdnnadng N pe edpeon @V MOANANADV MOALITOS®V
naxéog eviépov. O yevetnkdg €Neyxog eivar n nhéov
anoteAeopatkn pébodog enéyxov g vrap&ng peran-
Aaypévov youibiov APC oe ouyyeveic acBsvdv pe FAR-3

To npdéypappa emmpnong atéumv pe av€npévo Kiv-
Suvo gp@dviong oikoyevovg noAvnodiaong €xel wg ENg:

KatohTepou memTIKO

- Artoua LEe 10TOPIKG OIKOYEVOUS noAvrobiaong Xwpic
avixvevolun psrdidaén
Etiola oiyposibookdnnon and tnv nAikia tov 13-15
néxpr 30 etdv.
ZiypoeiSookdnnon KadBs 3-5 xpdvia and tnv niikia
tov 30-60 stddv.

- Aroua ue yvoorn APC ustdaddaén, addd dpvnon xel-
poupvIkng enéuBaong
E€aunviaia ciypogi8ookdnnon kai £toia KoNOVOoKO-
rnmnon and tnv nAikia v 10-12 stdv. Ldotaon yia

xelpovpyikn enépBaon oe nAikia <25 e1dv.

- Aroua ue yvwotn FAP karomv xeipovpyikng néuBa-
ong
Metd ané sineoopbikn avactdéuwon (IRA), etnoia op-
Bookdénnon.
Metd and eideonpwKukn avactépmon (IPAA), etoia

MPOKTOOKANNOoN.

K ®QTIAAHE ka1 AK. TEEKOYPAZ

Eixéva 1. INapaockevaopa naxéog eviépov and acbevn pe olkoyevh
noAvrnodiaon.

AvmTEPOL TIETITIKOV

Avtn T ouypn Sev eival evpéwg anobektd éva npd-
Ypappa €NtNpnong avaTtEPOL MEMTIKOV oTovg acBeveig
rnov ndoxovv and oikoyevn nonvrnodiaon. Evrovtoig, 6noi
tovg npérniel va vrnoBdddovialr os npdypappa napako-
AovBnong, NOywm Tov avnpévou KIVELVOL euEAVIONG
SYK®V 0TnV MEPIOXN AVLTA.

“Exe1 npotaBei evbooxrdénnon npocBiag aAAd kar na-
viag épaong avadtepou nentikov avd tpietia and tnv nii-
Kia tov 30 16V, evd ot nepinto®on Vnap&ng MoANANAOY
noAvnoéSwv cuviotdral £TNOI0G EVEOOKOMKOS ENEYXOG.

Noima

H emoia xAivikn Kar vnepnxoypaeikn e€étaon yia
Tov £éAeyxo tov Bupeoe1bovg abéva eivar emBeBAnpévn.
Tn otuyun avtn, o vnepnxoypa@IKOg EAeyx0G TOL NIa-
TOG Kal n PETpnon tev emnéSou tng a-epBpuikng npwrei-
vng (AFP) teAei vné Sigpedvnon.?

Eivar dyvwoto av o1 1pdnol napakododbnong xai
Oeparieiag tng o1koyevoig noavnodiaong, o1 onoiol £xovyv
avantuxBei kal epappootel otovg acBeveig pe Tov avto-
OWUIKG £MKPATOVVTA XAPAKINPA KANPOVOUIKOTNTAG,
HMopoVV va £QAPPOCTOVV OToLS acBeveic pe petadAd-
€e1¢ oto yovibio MYH?

Q¢ n pdun emrtuxng BepANeLTIKA AVTIPETOMON NG
olkoyevoLg noavrodiaong Bewpeital n nANPNgG N n pepi-
KN €KTOUN TOL evTePIKOV emBnhiov npiv and tnv eped-
vion KapKivou 1ov naxéog eviépov. O1 mBavég enepBa-
oelg sivarn:

e OAIKN MPOKTIOKONEKTOUN KAl HOVIUN TEAIKN €IAEOCTORIA

¢ [Ip®KTOKOAEKTOUN ANOKATAoTAoNG, EINEOCNPOKIIKA ava-
otéu®onN pe Xpnon e1NeikoL veoBuAdkov (pouch) xkai
BAevvoydvia NP®KTEKTOUN
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* YpoNKA KONEKTOUN Kal €1Ae00pBikn avactéumon.

H extoun tov naxéog eviépov npénel va Sigvepyeital
npwv and to 250 €106 ng nAIKiag Kai npiv yiver CLPNT-
patkn n noAvnodiaon, kabwdg 1o 25% 1wV cuuneuAt-
KOV Katd tn 81dyvmon MePIIOCE®Y €XOLV EUQPAVIOE]
nén xapkivikn e€anhayn adsvaduarog.

H npodtn pébodog eivar n nAéov ac@anng, kabag Sev
napapével embnnio naxéog sviépov nov Oa pnopovos
va oénynoel otnv avdntu€n Kapkivou peraysvéotepa.
‘Exel dpwg 10 pelovéRTnua g PoOVIUNG TENKAG EINEO-
otopiag.

H 8ebtepn pébobog eival nepioodrepo anodskn and
tovg acBeveig, yiati anogevyetal n €iNeooctopia, annd
efval mo noAVMAOKN, ep@avizel peyadvtepn voonpdtnta
Kal XpNzel TAKTIKAG HETEYXEIPNTIKNG MapakohovBnong
Ady® NG MIKPNG aAAd vnapkng mbavdtntag napapo-
VAG LMNOAEIPPATIKOD BAEVVOYOVOL MP®OKTKOD coANva
napd tm BAsvvoyovekToun.

H tpitn xe1ipovpyikn Beparnsvnikn emaoyn evdeikvu-
ta1 pévo oe acBeveig pe «e€aocBevnpévn» oikoyevn no-
AvrobSiaon N os avrodg dnov 10 opbd eivar oxetkd
enevBepo véoov (<20 nonvnodeg). H 1exvikh avti Ka-
note eixe vrnootnpixBei 61 obnyovoe oe avtéparn e€a-
@dvion tev noAvnédmwv Tov evarnopeivaviog opbov, andd
10 paxrponpdBeocpo anotédeopa eivar apgiBono. ‘Etol,
anaiteital evianko PETEYXEIPNTIKO NMPpOypaAupd napako-
AovBnong (follow-up) yia tnv npdipun Sidyvmon Kakon-
Be1ag oto vnoAsippatiké opbo.

Tenikd, n emAoyn Tng KAtaAANASTEPNG XEIPOLPYIKAG
npdéng vyiverar pe Bdon tnv emBupia tov acBevoig,
ago?l éxel evnpepwBei and to Bepdnovta 1atpd yia ta
MASOVEKTAPATA KAl Ta pelovektuara Kabe pebd8ov kai
eival SiateBeipévog va akonovBnoel éva evtatkd npod-
ypappa napakonovinong. Znpaviikoi napdyovieg rmouv
kabopizovv TV TENKA emAoyn eivalr o apiBuds towv
opBik®dV nmoAvnédwv, n avelpeon neploxadv dvonhaociag
N KApPKIvou Max£og¢ eviépov, n napovoia Seopos1bodv
Syk®V peoevTepiov, To eib0¢ TNG YEVETIKNG avmuaiiag,
n nAikia tov acBevoi¢ Kal n gureipia 1oV XeIPOLPYOUL.
Mé£Bobog exnoyng Bewpeital cNpepa N NPOKTOKONEKTO-
pn anoxkatrdotaong (restorative proctocolectomy, RPC)
He xpnon e1NeikoV veoBuAdkov (pouch) kar npwkukn
BAsvvoyovektoun.» 2 Kaud and 1g nponyoVueveg
enepBdoeig Sev €xel enintwon otnv sp@dvion e€mKoNO-
VIKQOV EKONADOEDY N PHETAYEVECTEPOV OYKMDV.

NSy Tng voonpdtnidg towv npoavaeepbe1o®dv enep-
Bdoswv ka1 AapBdvovtag vnéwn 1o veapd Tng nAIKiag
0wV acBevav rnov vnoBdAdovtal oe avtég, yivovtal npo-
ondBeleg eVPeoNG XNUIKOV OLOIOV oL Ba peIdVOLY ToV
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kivbuvo kakonBoug e€addayng towv noAvnédwv, Exo-
VTag ®G ANOTEPO OTOX0 v KaBvotépnon N TNV ANo@L-
YN Ing xe1poLpVIKAG enépBaong. H ovoia sulindac kai
dnna pn otgpoeidn avueisypovaddn (MZAP) éxouvv
xpnoiponolnBei o KAIVIKEG peNéteg, drov naparnpnbn-
Ke peioon tov peyéBoug tewv nopvndédwv katd tn Si1dp-
kela xopnynong touvg. To 1983, o1 Waddell ka1 Loughry
napatnpnoav ot opBikoi nmoAvnodeg aréuwv pe FAP
oxe86v e€apaviotnkav petd and tn Xopnynon sulindac,
veyovog nov enaAnBeVInke Kal Ot eMOUEVEG UENETEG.
Zmnv npoondBeia ano@uyng towv avembduntov svep-
veiov and tn pakpoxpévia mpn MZAD, o1 gpevvntég
otpd@nkav otovg avaotodeig tng COX-2 (celecoxib, rofe-
coxib), petd and nv napatpnon 61 n COX-2 ekppdze-
a1 oto BAsvvoydvo acBevadv pe Kapkivo tov naxéog
evtépov, evd 8ev ekppdzetal og QLOIONOYIKO YaAOTPE-
vtepIkG BAsvvoyovo. Qotdoo, mapatnpnbnke 611 o1 na-
pdayovteg avtol pévo oe LYNASTEPES TOL GLVNBOICHEVOL
860¢1¢ peimwvav 1o péyebog twv noAvnédemv.

[Mapdda ta evBappuviikd anotedéopara, SU®G, €XEl
avaeepBel n avdntvgn Kapkivov Tov MAaxéog evIEPOL
KaBdG Kal n guedvion vémv nonvndédwv oe acBeveig
nov eAduBavav sulindac.

[pog 10 nmapdv, oug HIIA, n celecoxib éxe1 abesia
KLUKNo@opiag yia tm Oepansia tng FAP, peidvovtag to
pévebog twv noAvndédwv, annd Ssv £xel akdun S1evKpl-
viotel n 1Ikavénta peimoong tng mOavdtntag Kakonboug
e€aNNhayng toug.

ANAeg ovoisg ek16¢ Twv MZAP nov éxovv xpnoipo-
noinBei neipapatikd, énwg 5-eboploovpakinn, Bitapivn
C, Bitapivn E, aoBéotio, DHA ka1 ekxVdiopa npdoivou
toayiov, Sev eixav AMOTeNECPATIKOTNTA AVIIOTOIXN TNG
sulindac.?71¢

Q¢ anotédeopa twv e€enifewv omn Sidyvwon, v
emtApnon Kai tn Beparneia v acBevdv pe olkoyevn
nonvnodiaon, n emBimwon touvg éxel BeAtiwbel 1a 1enev-
taia xpévia. ‘Etol, obpgpova pe pia avadpopikn pedétn
ané tnv lanwvia,® o pédoog épog emBiwong 1wV acBevadv
pe oikoyevn nodvrodiacn éxel av€nBei ota 46+15,6
xpovia, and ta 42,5+12,8 xpdvia nov Atav npiv and to
1990. Ta 8%o nepiocdtepo cvxvd aitia Bavdrov avtdv
TV acBevdv NTav 0 KApKivog tov naxéog eviépov (60%
onpepa, 82% npiv andé to 1990) ka1 o1 Ssoposideig
éykol (10% onpepa). Paiverar 61 n npoondbeia cvotn-
patkornoinong tng 81dyvmong, TNG EMTAPNONG Kadl NG
BOepaneiag twv acBevadv pe oikoyevn noAvnodiaon ario-
616¢e1 kapriol¢ 1a tenevtaia xpévia. AcQar®dg, o Spduog
efvar akéun paxrpvg, addd o6nol motevovy 61 Sev Ba
apynoel n onuyun nov n embBimon twv acBevodv pe FAP
B6a npooeyyicel avtn tov yevikod nMAnNBuoupov.
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ABSTRACT
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Familial adenomatous polyposis. Recent developments in diagnosis and treatment
K. FOTIADIS,! D.K. TSEKOURAS,?? M. GENETZAKIS,? G. ZOGRAFOS?
13rd University Department of General Surgery, University of Athens, School of Medicine, “Attikon”

Hospital, Chaidari, 21st University Department of General Surgery, University of Athens,

School of Medicine, “Ippokration” Hospital, Athens, Greece
Archives of Hellenic Medicine 2006, 23(1):41-44

Familial adenomatous polyposis (FAP) is a hereditary disease characterized by the presence from tens to

thousands of colonic adenomatous polyps. Great phenotypic variability can be observed, regarding the numbers

of adenomatous polyps and the number, type and timing of appearance of extraintestinal manifestations.

Recent advances in the understanding of the molecular biology of FAP, along with the systematic study of

registered patients in national FAP databases and continuous research in the field of development of drugs that

could alter the course of the disease, are changing the way the disease is being diagnosed, treated and

monitored. The diagnosis of FAP can be made by genetic testing and the finding of multiple adenomatous

polyps during colonoscopy. Treatment consists of resection of the colonic mucosa before colorectal cancer

develops, coupled with an intensive follow-up program for the early detection of malignant degeneration of

residual intestinal mucosa or suspicious extraintestinal manifestations.

................................................................................................................................................................................

Key words: Diagnosis, Familial adenomatous polyposis, Prognosis, Therapy
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