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Ta KAnpovopoUpEVa VOoHATA TOU ap@iBAnoTpo-
€1600U¢ amoTeAOLV pia OpAda VOONUATWY HE KUPLO
XOPAKTNPIOTIKO TN HEYAAN KAIVIKF KOl YEVETIKH
etepoyévela. H SlayvwoTikn TPooéyylon Twv Vo-
ONUATWY QUTWV OTTAITEL Hla AeMTOPEP) ANYn Tou
OIKOYEVEIOKOU 10TOPIKOU aAAd Kal éva Tpooavato-
Alopévo ouvSUAOHO TOCO ATTEIKOVIOTIKWV(SOMIKWVY)
Kal Aertoupylkwv e€etdoswy. H avaokémnon auth
oKOTIO €XEL VA ATTOTEAEDEL €va TTPAKTIKO 08nyod yia
Tov o@Balpiatpo mou Siaxelpiletal aoOeveic pue KAN-
POVOUOUUEVA VOOHUATA TOU ap@IBANCTPOEISOUC
Kal va mapouolidoel ta tehevtaia Sdedouéva doov
AQOPA TIC TTPOCYPATEC TTPOOTIADEIEC YEVETIKNG BEpa-
neiag oto medio auto.

Né€eig supeTnpiaonc: KAnpovopouueva voorpata
apeIBAnotposidoug
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Inherited Retinal Disorders
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Inherited retinal disorders are mainly characterized by a significant clinical
and genetic heterogenicity. The diagnostic approach in these disorders is
based on a detailed family history taking and on a rational combination of
imaging (structural) and functional (subjective and objective) tests. The pur-
pose of this review is to provide a practical guide for ophthalmologist that
manage patients with Inherited retinal disorders and to present the latest
data from the ongoing gene therapy trials.
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EIZATQrH

€160U¢ amoteloLy medio TG opBaApoloyiag pe

1Slaitepo evdlagpépov e€aitiag TNG S1aYVWOTIKNG
Suokohiag mou gpgavifouv. KUplo XapaktnploTIKO Twv
mabNoEWV AUTWVY €ival n €TEPOYEVELD, KABWE cuxva
mapatneouvtal SIaQOPETIKOL PAIVOTUTION AKOWUA Kal O
TTAOXOVTEC TNG 16{AC OIKOYEVELAG. ZUYXPOVWGE TIPOKELTAL
yla EMOoTNUovIKS Tedio 0To OTToio TTOAVETEIC EpELVNTI-
KEC TTPOOTIAOEIEC €ixav oAV ATTOTEAECHA TNV TTPOCQPa-
N €Qapuoyn Yla TPWTN @opd Yevetlkng Bepamneiag
o€ aoBevei¢ e MABROEIC OTTWE N CUYYEVIC AUaUpwon
Katd Leber pe oAU evBappuVTIKA amoTeAéoUaATA.

Ta KAnpovopoUuEVa Voo aTa Tou ap@iBAnoTpo-
€1600¢ odnyouv cuvnBwC ot Heiwon TN KEVTPIKAC/
WYPIKAG 0paong, K amoTéleopa Suoxépela oTnV avd-
yvwaon Kat TNV avayvwplon mpoownwy, Omwg yia ma-
padelypa otn véoo tou Stargardt, fj TNG TTEPIPEPIKNG
opaong pe amotéheopa Suoxépeld TNV avixveuon
QVTIKEPMEVWV KAL TOV TIPOCAVATOAICUO OTO XWPO, OTIWG
oupPaivel ota mpwiha otAdla TNG MEAAYXPWOTIKAG
ap@BAnotposidondBelac. ANe¢ mabroeic (my. Su-
otpoYieC Kwviwv-pafdiwv) mpoofdrouv TO6CO0 TNV
KEVTPLKI OCO Kal TNV TTEPIPEPLKT OPACH. ZUUPWVA HE
TA AMOTEAECHATA MIAC TIPOCPATNG SNUOYPAPIKNAG UE-
AéTNG (1) ol KAnpovopoUueveG TABROELC TOU AU@IBAN-
oTPoEId0UC amoTeAOUV TNV KUPLOTEPN AITIA TUPAWONG
(o€ MO000OTO 20,2%) yla dtopa mou éAafav motomnoln-
TIKO TUPASTNTAG HeETAlL 1 Arpihiou 2009 kat 31 MapTi-
ou 2010 otn M. Bpetavia.

O pdhoc Tou opBaAApiaTpou €wg Kal OAEPQ, TTOU Ol
TTPOOTIABEIEC YEVETIKNG OepaTeiag BpiokovTal o€ paon
KAWVIKAG SOKIUAC, mephapPdvel Tnv opbn Siayvwon,
TNV mapoxn KateuBuvtrplwy odnylwv Kal cUUBOUAEU-
TIKAG, TNV TTapamopnn o€ €181k yia Tnv unof3oribnon
™¢ XapunAng 6paong' kat otn Slaxeipton twv emmlo-
KWV 1oV ol aoBeveiq autoi ouyxvd epgavifouv. Emmiéov
0 0POAAMIATPOC CUXVA KAAEITAL VO KPATAEL EVILEPOUC
TOUC a00eVEiC Kal TIC OIKOYEVEIEC TOUG Yia TNV TTpoodo
oTn Bactkr Kat KAIVIKA €pEuva TTOU agopd Ta KANPovo-
MOUUEVA VOO UaTA.

>Tnv avackomnon autr, 6a avagepboupe og opl-
OMEVEC aTTO TIC OXETIKA OUXVEC KAnpovopoLueveg Su-

Ta KANPOVOMOUUEVA VOO LOTA TOU AUQIBANCTPO-

1 0 6pog «xaunAr opacn» (low vision) meplypdgel peiwon NG
Opaong TTou Umopei va ogeiletal o€ omoladrmote mabnon Katva
a@opd KABE nAIkia Kat Sev TTPEMEL VA CUYXEETAL UE TNV «TUPAS-
™To»: To «XaunAf» mpoodiopilel peiwon TNG oMTIKAG 0&UTNTAC,
TOUAAXIOTOV KaTtd 70% Kat/r) omTikd medio HikpdTEPO Twv 20 pot-
PWV, EVW TO «O6pacn» UTTOSNAWVEL OTL Ol CUYKEKPIUEVOL A0OEVEIC
Sev gival TugAoi. O 6po¢ «TUPAWON» TIEPIYPAPEL AOOEVEIC PE UE(-
waon otnv omTikr 0§UTNTA ToUAdXIoTOV KaTd 95%.
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oTPOYieC Tou ap@IBAnoTpoeldouc, Kabwg emiong Kal
o€ TUTIOUG SUOTPOPIWYV TToU gugaviCouv 18laitepa xa-
PAKTNPELOTIKA oTov ENAadIKS xwpo.

MEAATXPQXTIKH AMOIBAHZTPOEIAOMAOEIA

H pehayxpwoTtiki apgiAnotposidondbeia (MA) amo-
TENEl Wa opdada KANPOVOUOUPEVWY TABROEWY TOu
apIBAnotposldoug 0TI omoieg n Kupla Slatapayn
agpopd Toug pwtolmodoxeic (Kupiwg ta pafdia, alid
o€ MPOoXWpPNHUEVA oTASIA KAl TA KWwVia), EVW CUYXPOVWG
Slatapayég evromiCovtal Kal oTto emimedo Tou PeENAy-
XPOou emBOnAiov, pe amoTENECUA TNV TTPOOSEVTIKN UE(-
wonN TNE MEPIPEPIKAE OPACNE KAl TN VUKTAAwTTia. (2) O1
TIEPLOOOTEPOL ATd TOUG TTAOXOVTEG SlAaTNPOUV £WG Kal
Ta Mpoxwpnuéva otadia TG vOGOU TNV KEVTPIKN TOUC
opaon. (3) O tumo¢ KAnpovodunong, o omoiog mpoodlo-
piCeTal katd Tn APN TOU OIKOYEVEIAKOU 0@BaApoNOYI-
KoU 1oTopIkoU (AAPn yevealoyikoU §évdpou), pag Sivel
ONMAVTIKEG TTANPOPOpPieg Oxl pévo yia ™ Sidyvwon,
aAAd Kal yia Tn Baputnta TG vOoou.

H ouxvotnta tng voéoou avépyetal mepimou o€ 1
1pog 4.000-7000 dtopa, Evw Tapatnpeital cuxvotepa
o€ MANBUGHOUC He LYNAA TTOCOOTA alpopiiag (4) kal
UTTAPXEL OUOKETION TNG BapuTnTag TNG VOOOU UE TNV
nAia évapéng Twv ovumtwpdtwv. H MA pmopei va
MPoKUYeL amd MANBwpa HeETAANAEEWY TOU aPopPOoLV
mapamavw amo 50 yovidia (5,6) evw KANPOVOUEITAL HE
O6Aou¢ Touc duvatol¢ TPOTTOUC KAnpovounonc.

X710 KE@AAato autd Ba eotidooupe otnv amir MA (fj un
ouvdpouikn MA), SnAadn tn vdoo mou Sev MpooBANEL
AM\a 6pyava épav Tou oPBaAoU.

Zvuntwuaroloyia- AiayvwoTIK TPOGEyyIon
Ta TPWTA CUUMTWHATA TWV ACOBEVWY AUTWV TIEPIAA-
Bdavouv uia nma SucKoAia 0TNV TPOCAPOYH OTO OKO-
Tad1, Kat ouvNBWE avagépouv OTl XpeldlovTal apKETO
XPOVO yla va ATOKTAOOUV UIa IKAVOTIOINTIKN OTITIKN
Aertoupyld peta amd tn HETABAon amo QWTEIVO OE
OKOTEIVO TEPIBANNOV. ZTa Mpwipa oTddla ¢ vooou,
n epeavion tou Bubou eival cuxvd amoAUTWG PUOLOo-
AOYIKN KAl OPKETEC POPEC Eival PUCIONOYIKA aKOUA KAl
Ta omntikd media. H poévn e€étaon mou pmopei va avi-
XVEVOEL TIPWIKEG SlaTapayég €ival To KAAGIKO NAEKTPO-
ap@iBAnotpocidoypapnua (Full field ERG) (Eikova 1).
Emi kAwvikng umoyiag tng véoou og aoBeveig mou Sev
avtihapBdavovtal kamolo MPORANUa otV 6pacr Toug
(yeyovog ox1 omavio oTnv KAIVIKA Tpdén) eivatl xprioipo
KaTd TN AUn Tou 10TopikoL va mephapufdvovtal epw-
TNOEIC TIOU APOPOVV SPACTNPIOTNTEG UTIO OUVONKEC
XOMNAOU @WTIOHOU, €101 WOoTE Va avadelxBei n KAVIKNA
Siayvwon.

Meléteg €xouv Oeilel 6TL 600 vwpitepa ekONAwBoLV
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Ewkova 1. Tumkéc kupatopoppés Tou nAsktpoau@iBAnatpogidoypapripiatog e
Bdan ¢ mpodiaypagéc te ISCEV (International Society for Clinical Electrophysiology

of Vision) yia évav opBadud pie puatodoyikri dpaon (8&id) kai évav pe pedayypwatikii
augiBAnatpoetdondbeia (apiatepd). H amouaia Kupatopoppwy oTic GKOTOTIKES
ouvBiikes ivat yapaktnplaTikij amd ta mpaiua atddia TG voaou, v o€ o
TIpoxwpnuéva atddia mapatnpeitar amovaia KUUAToUoPPV Kai amd Ta Kwvia (axkdua

Kat av o agevric éyel ikavomounTikij kevipikrj dpaan). Oi kupatopoppés amoteAodv
Kataypagé amokpigewv oe 1axupd (a) Kai os evaldagaduevo — 30 Hz (B) flash ae
wTomKeE; auvOrikeg, kai e xaunhic éviaang flash (y) kat oyvpd flash () ae akotomkés
ouvrikes.

TA TTPWTA CUPTITWHATA TNS VOOOU TO00 SUCUEVEDTEPN
€ival n mpoyvwon yla tnv omTIKN A&IToupyld Tou aoBe-
vouc. (7,8) ApkeTég yuvaikeg aoBeveic avTihapBdavovtal
TO TTPWTA CUPMTTWHATA TNG VOOOU KATA TN SIAPKELD TNG
EYKUHOOUVNG, EVW OPKETEG TAOYXOoUOEG (mepimou 10%)
avagépouv emdeivwon ¢ 6paong katd Tn Sidpkela
Tou BnAacpou. (9)

Y€ KAOe TEPIMTWON 0 ACPANECTEPOC TPOTIOC TEKUN-
piwonc Tn¢ didyvwonc o€ évav aoBevn, eite epgavilel
OUMTITWHATA EITE OX1, €ival pe TN SlEVEPYELD TOU KAA-
o1koU nAekTpoau@IBAnotposidoypd@nuatoc pe BAocel
Ti¢ mpodiaypagéc Tne ISCEV (International Society for
Clinical Electrophysiogy of Vision). (10) H e1dikn ané-
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Ewkova 2. Eyypwpun pwroypapia fubod (koAd() acevoic uac, e uedayypwatikn
auipAnatposidondBeia. Aiakpivovral ta TUmKd yapaktnploTikd ¢ voaov: auoowpevan
XowaTiki¢ e T poper} 0ateofAactwy, atévwan ayyeiwy, atpogia ato emimedo Tov ME
Kat rimog amoypwuatioudc e OnAr.

Kplon yla To cUoTNUA Twv paRdiwv (Ue TN Xxprion evog
QWTEVOU €peBiopatog MOAU XaunAng évtaong, oTo
oroio Ta Kwvia dev amokpivovtal) gival TAvVToTE HEIW-
MEVN, aKOa Kal 0Ta TpWIha otddla tng vooou.

O@BaApookomikd, n KAAoIKA TEIAdA €upnUATWY
mepINAUPBAveL AémTuvon TwV APPIBANCTPOEISIKWY ay-
yeiwv (mou umodnAwvel vnapén SldxuTng vOoOoU Twv
ewtolmodoxéwv), Knpwdn wxedTNTA TOU OMTIKOU
VEUPOU Kal CUYKEVTPWON HAUPNG XPWOTIKAG OTN HECN
TEPLPEPELA (TTOU oUXVA Snpovpyel TNV KAAOIKH «&iknv
00TEORBAAOTWY» €IKOVA KAl OTOTEAED UETAVAOTELON
XPWOTIKAG amo To pehdyxpouv emOnAio) (Eikova 2). Ta
€UPAMATA AUTA €ival ap@oTEPOTAEUPA OANA TTOANEG
QPOPEC TTapaTNPEITAl acVPPETPN TTPOGBOAN. MNpooea-
Ta SNUOCIEVTNKE UIKPH OEIPA ETEPOTTAEUPWV TIEPIOTA-
TIKWV (11), LE TOUC TTEPIOCOTEPOUC EIOIKOUC VA CUUQW-
VOUV TG MANNOV TIpOKeLTal TiEPi €€AIPETIKA AOUUE-
TPNG TPOOBOANG.

21N Slagopodidyvwon ocupmephapavovtal OAeg
Ol KATAOTAOCEIC Tou cuvodevovTal amo au@IBAnoTpo-
€160MABELN UE CUYKEVTPWON XPWOTIKNG, OTIWE TTOAAIES
@AeYHOVEC TOU oTmioBiou nuipopiou (MaAid cu@IASIKN
Aoipwén, Aoipwén amd epubpd), TofikdtTNTa OTN Olo-
p1dadivn, TpauUATIKESG ap@IBAnoTposlbomabelec aANd
Kal SUOTPOPIEC OTIWCG N OUYYevAC apavpwon Katd
Leber. ZT1¢ apxikég @doelg, omou Sev mapatnpouvTal
maboloyikd gvprpata otn Bubookdmnnon, n dtapopo-
S1dyvwon mep\apBdvel Kal Tn 1N o0pYavIK AmwAEla
opaong.

Mpémel va onuelwBei 0TI ouxvd ol aoBeveic autoi
urodA\ovtal og  EMAVEINNUPEVOUC NAEKTPOPUOTIO-
AoyIKoUG eAéyxoug, Xwpi¢ autd va gival amapaitnto,
TOOO KATA TNV ApXIKN TTPocéAeuon (evw n Pubooko-
TTKN €IKOVA TOUG gival amoOAUTA TUTTIKA) 600 Kal Katd
™ Sdpkela TNG mapakoAovBnori¢ Touc. H Sievépyela
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Ewkéva 3. Qwroypagics fubod (koAd() aobevoic pac pe puAoavvdetn MA (apiatepd)
Kau ¢ pntépag tou (Oeéid). Or aobeveic pe puAoaivéetn vao eival dppeve, ve ot
yuvaikeg eival auvifws aoupumTwpatikés popeic e vaaou. H eidva tov fubol twy
maoyovIwv eivai Tumkn kai n mpdyvwan fapid. lia Ti¢ aOUUMTWHUATIKES yuvaikes popeic
TEptypdopeTal eIkdva pe yapaktnplotikij aviavdkAaon katd tn fuoakdmnon (Tapetal-like
reflex). H pwroypapia fubol t¢ untépag tov aoBevous pac (6eéid) eupavider tétoia
Xapaktnpiotikrj ypuaiCovoa mepiwypikni avravdkAaan, akTvoeidw dlatetaypévn

oTTIKWY TEdIWV Kal n Kataypayn tng onmTikAG o&utn-
TAG 0TOUG a0BevVeiG aUTOUC Sivel CNUAVTIKN KAl ETTOPKA
mANpPo@opia yia tTnv mapakoAouBnorf Touq. Mehéteq
€xouv Oeiel 6TL N anwAela Tou omTiKoL Trediou Eekivdel
anmd YUEUOVWHEVA OKOTWHATA OE Jla TTEPLOXN TEPITOU
20 polpwv amd To onueio mpoornAwong, Ta omoia oTa-
Slakd ocuvevwvovtal Kal dnpioupyouv éva OaKTUAIo
(6akTuNOEISEC OKOTWUA). MeTémelta To €€w Oplo TOU
OKOTWHATOC ETIEKTEIVETAL TIPOG TNV TIEPIPEPELA OXETIKA
YPNYopa evw To €0w Oplo Tou SAKTUAIOU EMEKTEIVETAL
ME TTI0 apyo puBuod TTpog To onueio mpooiAwaonc. (2)

‘Ooov a@opd TNV TTPOYVWGN, N @UAOCUVEETN HoPPN
NG vooou €xel tn Suouevéotepn podyvwon (Eikova 3),
evlldpeon mpdyvwon €XOuV TTEPIOTATIKA HiE AUTOOW-
MIKR UTTOAEITTOEVN HOPPNG TNG VOOOU, EVW TNV KAAU-
TEPN TTPOYVWON €XOUV Ol ACOEVEIG UE TNV AUTOCWUIKA
ETTIKPATH HOPPN. Z€ PeNETN OTToL SlepeuviOnKe n €¢-
AN Twv onTikwv Tediwv o€ aoBeveic Ye TNV MKpATN
popen TG MA (109 aoBeveic), To 60% Twv acBevwv e
NAIKia peyaAutepn Twv 40 eTwv dlatnpovoav KEVTPIKO
omTIké Tedio peyaAlTePO Twv 10 Holpwv.

lMNa tnv mapakoAouBnon Twv acBevwv auvtwy, n Si-
EVEPYELD TIEPIPETPIAC avd £€T0¢ R SLeTia, aAAd Kal ol &l
KOVEC auToPOOPIoHOU TTAPEXOLV EMAPKH TTANPOYopia
TOOO yla TNV €A €n TNG vOoOoU G0O Kal YIa TNV TEKUN-
piwon TNC pewpévng omTIKAG AslToupyiag étav anai-
Teital va TeKPNPIWOEl N VOUIKA TUPAOTNTA (UEiwon
oTTIKoU mediou KATw amo 5 poipec). Mpodogatn HeNETN
ava@Eépel 0Tt 0 SAKTUAIOG UTTEP-AUTOPOOPIoUOU TTOU
TAPATNPEITAL OTIG EIKOVEG TOU AUTOPOOPIoOU OTOV
ottioB1o moAo agopilel TNV TIEPIOXK OTTOU Ol PWTOUTO-
Soxeic eival vyteic. (12) H cuNoyr autwv Twv MANPo-
POpPIWV atmoTeAEl onUAvTIKO £poOS1o yia Tov oOaipia-
TPO KATA TNV mapakoAoLOnon Twv acBevwv pe MA.
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MAPEMBATIKEZ AYNATOTHTEZX

TNV mapoloa gacn Sev UTTAPXEL AITIOAOYIKH Bepareia
yla TNV gehayxpwoTiki ap@iBAnotposidomndOeia. H ma-
pEUPaaon Tou o@BaAUIaTPOU ATTOCGKOTIEI GTNV Evioxuon
NG UTIAPXOUOAG OTTTIKNAG AEITOUPYIAG KAl OTNV AVTIUE-
TWIoN TwV emmAoKwv. Emmpdobeta, onuavtiky gival
n vrmooTAPIEN Kat n kabodnynon mou oxetifetal pe
TpoTmoToinon Twv ocuvinkwv Tou mePIBAAovTOoC Tou
TTAOXOVTOC WOTE VA SIEVKOAUVETAL N KABNUEPIVOTNTA
TOoU/TNG.

H xprion twv cupminpwudtwy Slatpong (Brrtapl-
vWV) éxel SlepeuvnBei apketd amd S1agopoug Epeuvn-
TEC Kal TapOTL UTTHPEAV KATTOIEG UEAETEC e evBappu-
VTIKA amoteAéopata (OXETIKA ME TN XpRon AouTeivng
kal Brrapivng A (13-18)), dANot epeuvntéc €6e1€av oTI
Sev UTIAPXEL TTPAYUATIKO OQENOC ATIO TN XPHON AUTWV
TWV OKEVAOUATWYV Kal 0TI TA CUPTIEQPACUATA TWV TTPON-
YOUUEVWV PeNeTWVY NTav AavBaopéva. (19)

Ytnv mpdén o€ autoU¢ Tou¢ aoBeveic, amarteital
0O€ TpoXWpPNUEVA OTASIA TNG VOOOU HIa TIPOCEKTIKN
Slaxeipton Twv eMMAOKWV OTTWE O KATAPPAKTNG (OUV-
Suaopog ouvriBwe omicbiou umokaPikol pe omicBlo
PAO1WON KATAPPAKTN), TO YAAUKWA KAl TO KUOTOEISEC
oidnua ¢ wxpdc knAidac. Ooov agopd Tov Katappd-
KTN Ol TIEPLOOOTEPOL ACOEVEIG £XOUV ONUAVTIKO OPENOG
anod TNV agaipeon tou. Eival dpwg onpavtiko va uro-
YPOAUMLOTE! 0TI O€V TTPOKEITAL TIAVTA YIA IO ATTAN EMEW-
Baon kaBwg cuxvda oToug aoBeveig AUTOUG CUVUTTAPXEL
aduvapia (avemdpkela) Tng Zivveiou {wvnc. (20)

Ma 10 KuoToeldEC oidnua TG wxpPAg KnAidag undp-
XEL ONUAVTIKOG aplOuoG SNUOCIEVCEWY TTOU UTTOYPO-
piCouv TNV evepyeTikn Spdon TWV AVTAywWVIoTWV TG
KapPovikig avudpdaong eite amd To 6TOMA 1 UE TN HOop-
@ otayovwv vioploAapidng TPELG popéG TNV NUéEPa
yla 2-3 uiveg (21-23).

O ouvnbéatepoc TPOMOC yia TN SlEUKOAUVON TOU
aoBevn pe MA Kal yeviKa Twv aoBevwv TTou TTApouast-
dalouv ek@ULAION oTa pafdia sival n e§aocpdalion mepl-
BAANoVTOG e TTEPIOCOTEPO PWG. Ma TNV Evioxuon Tou
Sla6éoipou pwTiopoL SiatiBevtal OrUEPA CUOKEVEC
ENEYXOPEVOU PWTIOHOU pe LED mou mpooappolovtal
0Ta YUOALd Tou xprotn SleukohivovTag KovTivég Spa-
oTNEIOTNTEG OTTWC AvAYVWOoN odNnylwv O QAPUAKA,
mAé€1uo 1 Bidwpa. 1Saitepa og nAiKiwpévoug aobeveic,
OTOUC OTToIoUC N MEiwon Tou PeyéBoug TNG KOPNG Kal
n avénon TNG amopPPOPNTIKOTNTAC TOU KPUOTAANOEL-
60U¢ PaKoU OUVTEAED 0TN PEiWON TNG TTOCOTNTAC TOU
PWTOC oL PTAVEL OTOV AUPIBANCTPOEIS, amalteital
TIEPIOOOTEPO TEXVNTO QWG yla Tn Slekmepaiwon kabn-
MEPIVWY SpaoTNPIOTATWV. X€ 0TASIA TTOU TTAPATNPEITAL
ONMAVTIKA EKTITWON KAl TNG KEVTPIKAG 0paong, yivetal
amapaitnTn Kat n xprnon Bondnudtwv mou mpooEé-
pouv peyébuvon (BA. mapakdtw).
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NOXOX TOY STARGARDT

H vooog tou Stargardt meplypd@nke yia mpwtn gopd
70 1909 amo tov opwvupo Meppavo opBaipiatpo (24).
ATIOTEAEL TNV TTI0 GUXVI] KANPOVOUIOUUEVN WXPOTIABELD
veavikig NAIKiag pe ouvnOn nAikia epgdviongta 15 €tn
(25). H ouxvotnta tng vooou avépxetal ota 1 ota 8.000
ATOMA KAl TIPOKEITAL YO QUTOCWHIKY UTTOAEITTOMEVN
madnon. Yrnevbuveg yia tn véoo gival HETAANAEELG 0TO
yoviéio ABCA4 .

Tupntwparoloyia-KAvikn elkova

To MPWTO CUUMTWHA TTOU AvVaPEPOLV ol aoBeVEic sival
kamolou PaBuol Suokolia otnv Keviplk épacn Kal
KUpiw¢ otnv avayvwon. H BuBookoTikr €IKéva OTIG TU-
TIKEG TIEPITTWOELG XapakTnpiletal amd tnv mapoucia
Aeuko-Kitpivwv evamoBéocewv Mmogouokivng (flecks)
otov omnioB1o Moo Tou pmopei eite va Adpouv Tn pop-
@1 daktuliou meplwxpikd (Eikdva 4) 1) va epgaviCovtal
S1dxuta og 6o Tov omicBio MoAo (26). Ot evamobEoelg
QUTEG UTTOPEL VA €XOUV YPOUMOEIGEC OXNMA 1 oXAMa
oupdcg Yapiou (fish-tail-like flecks). Ztnv elkéva autn
pooTiBeTal cUXVA Uia aTPO@IKN BAARN TS WXPAC KN-
Aidag (Eikova 5). (27) Ze mpwIUES PACELC TN VOOOU TToU
ol aMowwoelg dev gival eudidkplTeg 0T KAAOIKN Bubo-

Ewkova 4. llpwipa atddia véoou tou Stargardt. 0 Saktidiog kat o1 0Tieg umep-
avtogpBopiapiov (flecks) eartiac T mapovaiag t¢ Amopovakivng ameikoviCovral
euKpvéatepa ot de€id eidva (autopBopiadc) o ayéan pe Ty Eyypwun eixdva Pubo.

Ewkova 5. Ndaog tou Stargardt. Tumkij eixdva BuBod (éyypwun pwtoypagia
aplaTepd) e daktuhio KITpvwIwy evamoBéaewv mepiwypikd Kai ouvundpyovoa
atpogikii BAGBn e wypdc knAidag. Meaaia kat deid eidva: SLO umépubpn kat
anelkdvian avtopBopiauod amd tov idto acevi, dmov paivetat 6t n dopikr fAdLn
oKiaypageital i peyaritepn aagrivela ato umépupo o€ OYEoN U TV AMEKOVION UE
avtopBopiayd.
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OKOTINON, LOVO Ol EIKOVEC AUTOPOOPICHOU UITopPoLV va
avadei€ouv Tnv mapouaoia Toug (Eikéva 4, 6e€1d) kat va
B¢oouv tn didyvwon.

H Aimog@ouokivn amotelei petafolikd mpoidv mou
OUOOWPEVETAL OTO PEAAYXPOUV EMIOAALO TWV a0BevVWY,
WG amotéAeopa HeTaAAEewy Tou yovidiou ABCA4, rou
odnyouv oe SucAeltoupyia plag HEUBPAVIKAG TTPWTET-
VNC-PETAQOPED TwV £€W TUNUATWY Twv pafdiwv Kal
Kwviwv umevBuvng yla TNV amopdkpuvon autwy Twv
mpoiovTtwy (28, 29). MapdTl N amelkovion Pe auto@BOo-
PLOUO eival n e€étaon mou emPeBawwvel Tn Sidyvwon,
n akpPBnc éktaon tng SoukAc PAARNC avadeikvueTal
ME HEYOAUTEPN CAPrVELQ OTNV ATIEIKOVION UE TO UTTE-
pubpo (SLO-IR) (30) (Eikova 5).

2 & onpavTiké mooooTd acBevwv (mepimou 40%) (31)
O QYYEIOYPAPIKOG EAEYXOC AVASEIKVUEL TO PAIVOUEVO
NG XopLoeldIkAG otyrg (ovouddleTal Kal OKOTEIVOC XOPL-
0€16N¢), elpnUa To omoio Bewpeital MaBoyvwIKO. Ma-
VIWG N ayyeloypagia eKTeAeital HOVO OE TTEPITTTWOELS
TTOU OAa Ta AAAa SlayvwoTikd péoa Sev emPePalwvouv
™ Siayvwon. Ot NAekTPoSIayVWOTIKEG EEETATELS, TIC
TIEPIOOOTEPEG POPEG £XOLV TIOIKING ATTOTEAéOATA, N
maBoyvwuikd. Aldpopeg peréteg Slakpivouv Tn voOoo
Tou Stargardt pe fdon Ta NAEKTPOPUGCIONOYIKA OTTIOTE-
Méopata (32) og Tomou 1, étav dev urdipyouv dlatapa-
X€G OTO KAAGIKO NAeKTpOoap@IBAnoTPOEISOYPAPNUA,
o€ TUTTOU 2 OTAV UTTAPXOUV dlATAPAXEG HOVO OTIC Pw-
TOTIIKEG ATMAVTAOELG, Kal TUTTIOU 3 OTav Kataypdgovtal
O10TAPAYHEVEG TOOO Ol PWTOTTIIKEG OCO Kl Ol OKOTO-
TMKEC amavtioelc. Ta onTikd media avadelkviouv To
KEVTPIKO OKOTWHA TTOU Xapaktnpilel TNV opacn Twv
aoBevwv auTtwy Kal To omolo SIEVPUVETAL OTNV TTOPEIa
NG vooou.

Mpoyvwon-duaoikn mopeia Tng vocou

H m\eloPnpia Twv aoBevwv pe vooo tou Stargardt, gite
auth eivat mpwipng (katd tn maudiky nAikia) (24) eite
opung évapénc (33), kataArjyouv pe ontik o&utnta
1/10 A kat Alydtepo o€ Trepimou 8-12 xpdvida (TTPAKTIKA
aUTOG €ival 0 XpOVOoC TTOU amatTeital HEXPL va avamTu-
XO¢ei n atpo@ikn PAABN TNS wXPAC KNAISAC) (34). Kahv-
TEPN TTPOYVWON €XOUV 01 A0BEVEIG e OPIUN Evapén TNG
vooou Kal dlaitepa autoi otoug omoioug Sev UTTAPXEL
ONUAvTIKA MPOGoAN Tou KevtplkoL [BobBpiou (foveal-
sparing phenotype) (35). O péoog xpovog péxpL TNV emt-
Seivwaon otn xaunAotepn omTiKr 0&UTNTA, OTIWG £d€1ée
Mo peyAAn avadpopikn HEAETN, OxeTi(eTal o€ PEYANO
BaBud amd tnv otk o&UTNTA TTOU £XOUV Ol AoOEVEIG
KATA TNV apXIKr Toug mapouaiaon, aAAd Kal e TNV NAL-
Kia otnv omoia tiBetal n apyikr Sidyvwon. AcBeveig pe
apxlkn ontik o&utnTa KaAutepn amd 5/10 mou Sia-
YVWOoTnKav TIC TPWTEC 2 SekaeTieg TNS (W TOUC EPTa-
oav o€ XaunAd emineda omTIKA¢ o&UTNTAC OE 7 XPpOvia,
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evw aoBeveig pe nAikia apxikng didyvwong ta 21-40
£€1n, XpEAoTNKAV 22 XpoVIa Yia va TACOoLV O€ XapnAd
emnimeda ontikAg ofuTNTaC. TENOG aoBeveic Tou Slayvw-
otnkav HeTal 41-60 £toug é@Tacav otn XapnAdTePn
Opaor Toug PETA amo 29 xpovia (36,37). Ocov agopd
TO KEVTPIKO OKOTWHA, £XEL UTTOAOYIOTEL OTL AmmaToUVTAl
niepimou 18 xpovia yia va StmAaclaoTe.

MAPEMBATIKEZ AYNATOTHTEZX

To yeyovog 6Tt n vooog tou Stargardt agpopd véoug
(ouvRBw¢ eprifouc) acBeveic, Kal TO OUYKEKPIUEVA
aoBeveic mou Ppiokovtal og oxoAIkn nAikia kabiotd
TN OUMPBOUAEUTIKA Kal TN Slaxeiplon Twv macxovTwy
ONUAVTIKA UTToxXpEwon Tou Bepdmovta o@BaiuiaTpou.
O pdhog Tou €161kol 0N XauNnAn 6pacn eivat kaboplt-
OTIKOC KaBw¢ Nn ekmaidevuon yla €KKevipn avdyvwon
OaANA Kal n xprion Bondnudtwy yla ™ XapnAn 6pacn
TIOU MeyeBUVOUV TA AVTIKEIPMEVA TOU evOIAPEPOVTOC
aTOTEAOUV ONUAVTIKH TTPOTEPAIOTNTA YA AUTOUC TOUG
aoBeveic al\d Kat MPAKTIKA TN povadikn duvatdtnta
yla BorBela mpo¢ auTtouc.

A&loonueiwTa gival TAvTwe Ta amoteAéouaTa amno
MEANETN TTOU SNUOCIEVTNKE TTPOCYATA KAl OTNV OTToid
EKTIMAONKE MEOW €PWTNUATOAOYIOU TO HOPPWTI-
KO emimedo Twv aoBevwv pe véoo tou Stargardt (38).
To Seiypa ATav OXETIKA UIKPO, OUWE TO TTOCOOTO TWV
aoBevwv Tou amoKTNoav UPNAS HOPPWTIKO eminedo
(6nAadn NTav mTUXIoUXOL AVWTATWY OXOAWV) &emep-
vouoe 1o 60%, Kal 0l CUYYPAQEIC KATEANEAV OTL yia TNV
amékTnon uPnAol HOPPWTIKOU emmESOU Kal TITAWY
avWTATWV oTToudWV, TENIKA @aivetal Twg mailel onua-
VTIKOTEPO POAO N BéAnon Twv acBevwy, Tapd ol onua-

O opocg on bev
nepypad KPLULEVN
nadnon n nA / TauTileTal

Xoun’ . oaon
MEPLYL <l pla

Ewkova 6. H peyébuvan (atny ovykekpiuévn mepimtwon 2.5x) neplopiel Ty emidpaon
EVOC WYPIKOU GKOTWHATOS TNV AEToupyIKrj dpacn, 6nwe m.y. Ty avdyvwor.
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VTIKEG SUOKOAieC TTov Blwvouv e€attiag TNG HEIWMEVNG
KEVTPIKAG OpaonG.

O ouvnbéotepog tPOMOC yia TN SlEUKOAUVON TOU
aoBevr) He XaunA wxptki 6paon ival n peyébuvon
(BA. Etkdva 6). AuTtr EMITUYXAVETAL UE TN XPION LOXUPWV
OUYKAIVOVTWVY PAKwV, ol omoiol mapdAAnAa e€ac@ahi-
Couv BéATIOTN €0TiaON TWV AVTIKEiYEVWY gvdlapépo-
v1og (1.X. BIBAi0) o€ oxeTIKA KOVTIVA amootaon (~15-20
cm), OTTOU TO YWVIOKO Toug péyeBog eival auénuévo.
ISlaitepa amoTeEAEOUATIKOC €ival 0 CUVOUACHOC TOUC
ME HeEYEBUVTEC €IKOVAG TTOIKIAWVY HOPPWV: LE XELPOAD-
B A Baon, pe pwtiopd 1 xwpeic, pe clip emdvw otov
OKENETO Opdoew( gite Pe TOMOBETNON TOU HeyeBuVTH
TTAVW O €yypaQo 1 epnuepida. Yrdpxouv emiong tn-
AEOKOTIKA OUOTAMATA TTOU OUVABWG XPNOILOTIOIOU-
vtal povo@Baipa (6mou n cUYKAIoN €ival avépiKTn)
o€ MOAU KOVTIVA amdoTtaon, < 15 cm, aAAd Kal KAEIoTA
KUKAwpaTta tnAedpaong/umoloyloTr amoteholpeva
amd @opnTr KAEPA 1 EIOIKO «TTOVTIKI» TTOU COPWVEL TO
Keipevo evdlagépovtoc evw mapdAAnAa 1o TPoAAAEL
peyeBupévo (Ewg Kal 50 @popEq). IKavoTToINTIKEG UEYE-
Buvoelg umopolv emiong va emteuxBouv pe @opntd
NAEKTPOVIKA cuoTtripata. Ta Teheutaia Xpovia yivovtal
ONUAVTIKEC TTPOOTIABEIEC yia TNV avATTUEN TPWTOTU-
TTIWV TNAECKOTTIIKWY CUOTNHATWY €VOOPAKWY Kal @a-
KWV €MAQPNG, ol omoiol, o€ cUVSUVACUO e «EEuTTVA YU-
OALA» 1) LEOW NAEKTPIKAC TOAwONG, Oa emtpémouy 0To
XPNoTN va emAéyel peTal KAVOVIKAG Kal peyeBupévng
(~2,8 popéc) opaong.

LYITENHZ AMAYPQZH KATA LEBER

H cuyyevrc apavpwon katd Leber amotelei Bapid pop-
©n apeIPAnoTpoeldIkng duoTtpopiag, KAnpovopeital
ME TOV QUTOOWMIKO UTTOAEITTOUEVO TUTIO KAl TIPOKEITAI
yla ouyyevh popen Sidxutng SucAertoupyiag Twv ew-
ToUmodoyxéwv. (39) Q¢ mabnon Bpioketal onpepa otnv
KOPU®PN TOU EMOTNMOVIKOU evllagépovtog e€aitiag
NG MPOCPATNC, TTPWTNG EPAPMOYNE YEVETIKNG Bepa-
melag o€ 3 HeYANA KEVTPA TOU eEWTEPIKOU. ZTIC KAIVIKEG
aUTEG SOKIEG ouumepleANPOnoav acBeveic ou gixav
Tautomolnpévn TNV umeuBuvn yla Tt vooo HETANAEN
oTo yovidlo RPE65 kai ol omoiol itav coPapd mpooe-
BAnpévol amod t vooo. (40,41) H elcaywyn Kat evow-
MATWON TOU LYIOUC YEVETIKOU UAIKOU OTOV OAU@IBAN-
OTPOEISA TWV A0BEVWV €yIVeE SIAUETOU TOU UANOEISOUC
KAl WG HETOPOPEAC Xpnolomolndnke évag adevoioc.
H pébodoc oe mpwtn @Aaon amodeiXTNKeE A0PANAC Kal
n misloPneia Twv acBevwv autwv eixav éva PKpo
O@peNOC 6GOOV aYopd TNV OTITIKH TOUG AglToupyia. Ava-
pévovtal pe 181aitepo evOlaPEPOV Kal Ta HaKPOoXPOovIa
ATOTEAEOHATA TNG YEVETIKAG BepaTeiag o€ MPOOoEXEiC
dnuoolevoElC.

OPOAAMOAOTIKA XPONIKA
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LYMNTQMATOAOTIA-AIATNQZTIKH MPOZEITIZH

Ot aoBeveic autoi eival uTEPUETPWTITEG Kal oLVRBWC
TIPOCEPYXOVTAL E TOUG YOVEIG TOuG Kabwg ta mpwTta
OLUNTTWUATA €ival Ep@avry amd Toug TPWTOUG PAVEG
¢ (wric. O1 yoveic ouvnBwe mapatnpouv OTlL Ta Tal-
814 autd dev mpoonAwvouy, dev mapakoAouBoulv, -
@avifouv vuoTtayuo, pwto@ofia alAd Kal To o@BaA-
MO-00KTUAIKO avTAVAKAAOTIKO, SnAadn pia avénuévn
Taon va méfouv Kal va Tpifouv Touc oBaAAOUC TOUG.
>1n BuBookdmnon cuxva SlOTOTWVOVTAL KATIOIES N
€101KEG SlaTapPAXEG TNG XPWOTIKAG KAl AEMTUCUEVA ap-
@IBANoTPOEISIKA ayyeia. e kdOe mepimtwon, étav n
OUMTTEPLPOPE TOU VeAPOU acBevr) UTTOSEIKVUEL XaAUNAN
OpAOcN OKOMA KAl ME QUCIOAOYIKA TNV EUPAVION TOU
BuBov, o nAekTpouatoloyikog éheyxog (Full field ERG)
gival amoAuTa evEESEIYEVOC. ZTOV NAEKTPOPUGIONOY!I-
KO €NEYXO APKETEC POPEG AVAKUTITOUV SUOKOMIEG 0TV
kataypapr Adyw tng SUOKOANG cuvepyaciag Kal ylati
ouxvd n e€taon mpaypatomoleital umd Pédn oTo XEl-
poupyeio. To XapaKTnploTikd eupnua givatl n amouacia
Kataypa@ng NAEKTPIKNAC 6paoTnELOTNTAC TO0O O PW-
TOTIIKEG 00O KOl O€ OKOTOTIIKEG OLUVONKECG. Ta eupripaTa
auTd €ival onpavTika yia ™ didyvwon, aAAd kat yia TV
ATTOPUYN EKTETANEVWY AKTIVOAOYIKWY Kal VEUPOAOY!I-
KWV eAéyXwv TIpog avalAtnon KAmolag KEVIPIKAG attl-
o)oyiag yla tn XapnAn opaon. E€icou onuavtikog eival
0 NAEKTPOPUOCIONOYIKOG EAEYXOG OTIG TTEPITTTWOELG TTOU
UTTapxel atpo@Ikn PAAPBN oTNV KEVTIPIKN TTEPLOXN TTOU
TPOCOMOLALEL HE KOANOBwHA TNG WXPAG KNAISAC.

TéNoC eKTOC amd UTEPUETPWTTIQ, ol acBeveic autoi
ouxva epu@avifouv oTpaPIopO, KEPATOKWVO Kal KATap-
PAKTN, VW CUCTNMATIKA N vOoo¢ Umopei va cuvoéeTal
ME voNnTIKA KaBuoTtépnan, S1aTapaxEG aKONG, VEPPIKEG
Slatapayég kat emAanypia. (42)

NOXOX TOY BEST

H vooog tou Best, n omoia meptypd@nke yla mpwtn
@opd amod Tov Friedrich Best, opeiletal oe petdANaén
Tou yovidiou VMD2 mou Bpioketal 0To oXpWHOCWHA
11 KAl KANPOVOEITAl PE TOV AUTOCWHIKO EMIKPATN
Tumo. H opBr} dildyvwon Twv MEPIOTATIKWY AUTWV Kal
n S1aKplon Toug amno TNV AekiBopopen Suotpopia Twv
evNAIKWV €ival onUavTikr, agou umdpxel mbavotnta
50% va mdoxouv Kalt ol andyovol Twv aoBevwy e VOGO
Tou Best. H Suokolia otn S1dyvwon €ykeltal oTo yeyo-
vo¢ 0TI ol aoBeveic oxedov oTE Sev MPooEpxovTal e
Vv TUmIKK BuBookoTikr elkéva (AekiBSpopen PAARN,
Eikova 7), kaBw¢ 0To apxIko oTtadlo TG vooou n 6pacn
givat mavta oAU kaAr (9-10/10), yiati o1 pwtoimodo-
XEi¢ gival o€ dueon eman pe 1o ME. Mévo o€ petaye-
véoatepa 01ddia, 6tav n AekiBopopen BAARN Staomdtal
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Ewkova 7. Tumiki eikdva Buod aobevoic pe vaao tov Best (apiatepd) kai
&lkova Bubou tov idiov acBevoic 20 pdvia etd, dtav n AekiBpopen BAdBn éxet
avtikataotabei and atpoikri ouMrj (Seid).

(vitelliruptive stage), Siaxwpilovtal ol pwtolmodoXEiC
amé 1o ME, pelwvetal n épaon kal ot acBeveic avaln-
ToUV €€€taon amo o@OAAiaTPO. XT0 TEAIKO OTASI0 TNG
véoou, n AekilBopopen BAARN mapaxwpei Tn B€on tng
OE IO UTTEPTPOPIKI/IVWTIKN 1) ATPO®IKI) OUAN. (43)

Juxvd o o@BalpiaTpog KaAeital va dlayvwoel pe-
ONAIKEG aoBeveic Tou amAd ep@avifouv Hia ATPOQIKN
BAAPN otnV wxpd KnAida (teAikd otadlo TnG vooou). To
MOVO OTOIXEIO O€ AUTEG TIC TTIEPUTTWOELG TTOU UTTOPEL va
TeEKUNPWoel Tn Sidyvwon gival n Statapayn tou Seiktn
Tou Arden oto nAektpo-o@Baipoypa@nua. AvtiBeta,
ot AekiB6popen BAABN Twv evnAikwy, To NAeKTpOO-
@BaApoypaPnua ivat UCIONOYIKO Kal N AeKIBOHoP®N
BAAPN €xel pikpOTEPO péyEDOC. Mevikd n Slatapayr| Tou
NAEKTPO-0QOAAUOYPAPNMATOC O CUVOUACUO UE PU-
OlOAOYIKN KaTaypa®r TOU KAAGIKOU NAEKTPOAUPIBAN-
oTpoeIdoypPAPNUATOC €ival TO eVpnUa ToU SlAKPIVEL
TouC aoBeveic pe vooo Tou Best amod omolodrimote dANo
aoBevn epavilel pia atpo@iky BAARN oTnv wxpd KNn-
Aida.

EmmAéov, gival onpavtiko va TovioTel OTL pia A&Kl-
Bopopen BAABN oTnV wxpd KnAida Sev onuaivel ava-
YKAOTIKA OTL TTPOKELTAL YIa KANPOVOUOUUEVN AUPIBAN-
oTpoeldIKn vooo, KaBw¢ uridpxouv dnuocieupéva Kal
MN KANPOVOUOUUEVA TTEPIOTATIKA TTOU cuvodelovTal
amod tétole PAAPec. (44, 45) Mpémel emiong va onueElw-
Bei oTIMPOOPaATATTEPLYPAPNKE KALKTTOAUECTIOKK VOOOG
Tou Best», 6mou katd tn BuBookdTnon aveupiokovtal
TMOAMATIAEC AeKIOOHOPPEC BAABEC KAl KANPOVOUEITAL PE
TOV AUTOCWHIKO UTTOAEITTOEVO TUTTO. (46)

AYXTPOOIATON KQNION

Ot SuoTpoYie¢ TWV Kwviwv amoTENOUV €TEPOYEVN
opdda mabrioewy, ol omoieg MPAKTIKA dev xapaKktnpi-
Covtal oute amod TuTIKA BuBooKOTTIKA euprilaTa aAAd
oUTE Kal amd XopaKTNPLIOTIKA CUPNTTWHATOAOYia. TNV
mo ouvOn popen ot aoBeveic (nAikiag 10-20 eTwv)
TIPOCEPXOVTAL AVAPEPOVTAG MEIWMEVN KEVTPIKA Opa-
on, dlatapayxég otnv avtiAnyn Twv XPWHATWVY Kal pw-
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Ewkova 8. Tumikés kupatopoppés Tou nAsktpoau@ifAnatposidoypapiipatog e fdon
T1¢ mpodiaypagés e ISCEV yia évav opBaAud e puatooyikii dpaon (Seéid) kat évav e
Suatpopia kwviwv-paPdiwv (apiatepd), 6mou mapatnpeital amovaia KUUATOUOPPWY
ati¢ pwtomikés ouvliikeg. H Oetikri amdvinan mou kataypdpetat ata 140 ms atny &ibikr
yia Ta Kwvia andvtnan npoépyetat and BAepapiaud Kai dev avTimpoowmelel TN PwTomKN
Aertovpyia.

Togvalobnoia. H eikova otn BuBookommnaon pmopei va
pNnv epgaviCel kamola 8laitepn Satapayn 1 Umopei
va damotwOei wa PAAPN gite Siknv o@BaApol Bodg
(bulls eye macular lesion) gite pe Tn popPr eKTETA-
MEVNG atpo@iag TNG wxpdc. NuoTtaypog aveupioketal
ouXV4, OTIWG o€ KABE TepimTwon XaunAig 6paong amod
Mikpn nAIKia. X& kamoloug peon ke aoBeveig povadt-
KO e0pnua otn BuBookdnon umopei va amoTteAei évag
ATTIOC KPOTAPIKOC ATTOXPWHATIOMOC TNG OTITIKAC ONANC.
(47)

E€aitiag Tng amouoiag KAACIKWY gUPNUATWY OTNV
o@Balpoloyikn €€€taon, n Kataypa®n oTo KAAGCIKO
nAektpoap@iBAnotposidoypapnpua (full field ERG) tng
ONUAVTIKA MPEWPEVNC QWTOTTIKAC AsToupyiag (téoo
OTN HOVAPN QWTOTTIKA amAvTnon aAAd KAl 0T QWTOTTI-
KR} anmdvtnon Ue TN XprHon evog @WTEelVoU epebiopaTtog
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vPnAng ouxvotntag (30 Hz flicker)), evw mapdAAnia
N OKOTOTIIKA amAvTnon KATaypAa@ETal GUOIOAOYIKNA 1
oxed6V PUGIONOYIKH, ATTOTEAOUV ONUAVTIKH TTANPOQO-
pia yla va tebei n Siayvwon (Eikéva 8). Ze petayevéoTe-
pa otddia Tng vooou, cuviBw¢ SIamMOTWVETAL KAl (TTLA
MElwaon TNG OKOTOTIIKAC amdvtnong. (42)

XOPIOEIAEPHMIA

H xoploeidepnpia amotehei omdvia (cuxvotnTa mepimou
1 otoug 50000) (48) kat Bapld pop@r} KANPOovouoUuE-
VNG auPIBANoTPoElSIKNE SuoTpopiag otnv omoia n Si-
atapayn evromiletal otov €§w ap@IPAnoTpoeldn. Exel
(PUAOCUVSETO UTTOAEITTOUEVO TUTTO KAnpovopunong. MNa-
OXOUV HOVO AVTPEG, EVW Ol YUVAIKEG gival @opeic. H d-
Bnon autr cuvNBWC TTPOKAAEL VOUIKH TUPAWGHN OTOUG
TTAOXOVTEG TTEPITOU 0TO 40° pe 50° £10¢ TNG (W TOUG.
To KUPLO CUPNMTWHA TWV ACBEVWY €ival N PTWXI VUXTE-
pvij 6pacn amo ta mpwta xpovia TnG (wric. AlayvwoTi-
KA n madnon dev epgavilel onpavTikr SuokoAia Kabwg
n BuBookomikn €lkéva gival Xapaktnplotikn (Eikéva
9). AvTiBeta ol yuvaikeg Qopeic (I8IKA O TEPIMTWOEIS
OmoU &gV UTIAPYXEL YVWOTO OIKOYEVEIOKO IOTOPIKO) TTa-
pouatalouv SuckoAiec otn SlayvwWoTIKA TTPOCEyyion,
1blaitepa étav epgavifouv rima BuBooKOTIKA VP UA-
Ta. (49)

To 2011, opdda emotnuovwy amod Tnv O&pdpdn
(AyyAia) eprippocav yla mpwtn @opd YeVETIKN Oepa-
meia o 6 aobeveig pe xoploeldepnpia mou sppaviiav
TNV urrelBuvn yla TN vooo PeTAANaEN oto yovidio CHM
mou kwdikormolei Tnv mpwteivn REP1 (50). H elcaywyn
TOU AEITOUPYIKOU yovidiou éyive pe n xprion adevoi-
0U WG OXNUOTOG-HETAPOPED, O OTTOIOG EYXUONKE UTTA-
PIPANCTPOEISIKA PETA aTIO TIPOKANON EVTOTIOMEVNG
aAmmokOAANONG ApPIBANCTPOEISOUC. TA TPWTA ATTOTENE-
OMOTA AUTAG TNG MIKPNG O€lpdc aoBevwv ntav evBap-

[ * -

Ewkova 9. Eyxpwun gwtoypagia fubou acBevoic e tumiki eikdva yoplogidepepiac
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PUVTIKA pe U0 ek Twv 6 aobevwv va gugavifouv on-
MavTikn BeATiwon TN KEVTPIKAC Toug 6paonc (avénon
2-4 ypaupég oto e€eTaoTikd ontdTumo). Mapoti ta Se-
Sopéva gival Tpéwpa Kal avapévovtal Ye evOlapépov
TA HOKPOXPOVIA ATTOTEAECHATA, N ACPAAELD TNG YOVIOI-
aKN ¢ Bepameiag KpiveTal WG OAPEPA IKAVOTIOINTIKN.

LYNAPOMO ENIZXYZHZ TON S- KONIQN (ENHANCED
S-CONE SYNDROME)

To cUvSpopo auTo MePLYPAPNKE OXETIKA TTPOCPATA KAl
xapaktnpifetal and apketd povadikd upripata (51).
YmeVBuveg yia ™ vooo eival petaldéelc oto yovidlo
NR2E3. To yovidio auto katd t Sidpkela tng eyPpuo-
yéveong euBuvetal yia tn Siagopormoinon Twv dlaeo-
pwv TUTTWV Kwviwv dnAadn Ta Kwvia xapunAol URKoug
KOpaTo¢ (S-kwvia), pecaiou kat uPnAoL URKOUC KUUA-
T0G. ETol peTaMNAEELG 0TOo Yovidlo auTd €xouv oav amo-
TéNeopa tn Stakomr ¢ Slagopomoinong TwWV Kwviwv
o€ éva 0Tdd10 610U OAa ival XapunAoU HAKOUG KUUATOG
(52).

Ot aoBeveic epgpavifouv vukTalwmia kal Stapapto-
povTal yia TPoBAAUATA OTNV OPACT TOUC OE XAUNAEC
ouvOniKkeg PWTIOHOU, evw otn PuBookdmnon (Eikdva
10) SlamoTtwvovTal VOUIoUATOEISEIC EvamoBETelC Xpw-
OTIKNC oTOV OTTio010 TTOAO, KUPIWC TTEPLE TWV AYYEIAKWY
TOEWV Kal o€ popPry SAKTUAIOU. X€ TTOAMEC TIEPIMTTWOELG
OGUVUTTAPXOULV KAl KUOTOELSEIG XWPOL 0TNV wxXpd KnAida
moU Opw¢ Sev ouvodevovtal amod Slappor) oTn eAou-
poayyeloypagia.

Ta eupripaTa OTOV KAAGIKO NAEKTPOPUGCIONOYIKO
é\eyxo (full field ERG) gival maBoyvwuovikd kat povadt-
KA 0€ oXéon Pe omoladnmoTe AAN AU@IBANCTPOEISIKN

Ewkova 10. Fyypwun pwroypagia (koAd{) acbevouc pag pe Tumkd pavétumo
auvbpBuov evigyuang Twv S- kwviwv. lapatnpeltal N YapakTnpIoTIKI} VOUIOUATOEIOHS
evandfeon xpwaTIKIE Kupiws aTo dvw ayyelakd Tééo.
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Zuvipopo evioxuons S-kuviwv  Guoiohoyikbg

OATONIKEE ¢ |
y — Ao |
flash (a) ! :I:&u"v !
WA= e
EKOTONIKEE
dim flash (y) \/\
P e M

flash (8) \/"\
e ror r = T ol L) N L
0 50 100 150 0 50 100 150

Xpovog (ms)

Ewkova 11. Tumkéc kupatopoppés tou nAektpoaupiAnatpogiboypdpnuatog ue
Bdan g mpodiaypagéc te ISCEV yia évav 0pBaud pie puaiodoyikij paan (6eéid) kat
&vav aobevij e a0vOpopio Eviayuang Twv S-kwviwy (aplatepd).

Suotpopia. (53) TOGO ol GKOTOTIKEG OO0 Kal Ol YWTO-
TIKEG ATTAVTAOELG £XOUV ATTAOTIOINKEVN LOP®H KAl LOL-
afouv peta&l Toug Kabwg mpoépyovTal € OAOKANPOU
amod Ta S-kwvia (yia Tnv akpiPela epgavifovtal ota 55
ms, XpOvo otov omoio amaviouv Ta S-kwvia) (Eikéva
11). H e18ikn yia 1a pafdia kupatopopen amouactadlel
kaBwc¢ ot aobeveic autoi dev €xouv kaBolou pafdia .
Evlapépov mapouctddel n ONUAVTIKA @AIVOTUTTIKN
etepoyévela mou gp@avifouv ol EANANveG aoBeveic pe
vOOoOo auth.

MapaM\ayry tng vooou armotelei To ouvdpopo
Goldmann-Favre 6mou ol acBevei¢ éxouv mapodpola
CUMTTTWHATOANOYIO KAl Ouyxpovwe gu@avifouv ori-
0610 uTTOKAYIKO KATAPPAKTN, OTITIKA KEVO UANOEISEC
Kal vahoeldikég tawvieg (umdavreg). (54) Ta eupripata
a6 T0 VANOEISEC TTOAMNEG (POPEC £XOUV WG ATTOTEAECHA
ol aoBeveig autoi va dlaytyvwoKkovtal wG MACXOVTES
am6 didpeon payoelditidba kat va Aaupdvouv dokoma
KOPTIKOOTEPOEISH CUOTNUATIKWG. 21N Slaxeipion tou
KUOTOELOOUG 018N UaTOC TNG WXPAG KNAISAG TTou cuxvda
epgavifouv ol aobeveic autoi, n xprion vtoploAauiong
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TOTTIKA 1) akeTaloAapidng amod 1o otopa €xel amodelxOei
EVEPYETIKN O€ APKETEC ONUOOCIEUUEVEC UENETEC. (55)

LYITENHZ LTAZIMH NYKTAAQMIA (CONGENITAL
STATIONARY NIGHT BLINDNESS)

H ouyyevi¢ oTAoIUN VUKTOAWTTIO KANPOVOEITal LE TO
@QUAOOUVOETO aNAA KAl [E TOV AUTOOWIKO UTTOAELTTO-
Mevo TUTTO KAnpovounongc. (56) Ta meplotatikd autd Si-
aylyvVwoKovTal ouvhBwe WS aU@OTEPOTIAEUPN AUPAL-
wrtia emi edagouc LPNANRC puwiac. H opBry didyvwon
O€ QUTEG TIG TIEPITTWOELG €xeL I8laiTeEpn onuacia kabBwg
TIPOKEITAL YIA 1N €EENIOCOUEVN VOOO, TTANPOYOPIa TTOU
gival e€alpeTIKA ONUAVTIKI) OTN OUUPOUAEUTIKH TWV
aoBevwy, ot omoiol cuvnBw¢ (ouv HE TNV évTovn ayw-
via mBavn¢ emdeiviwong TN OTITIKAC TOUC AEITOLPYIAC.
Ot acBevei¢ epgpavifouv vuktoAwria amd tn yévvnon
TOUG (av Kal UTIAPXOUV TIEPIMTTWOELG TTOU OV AVTINAU-
Bavovtal mpoPANUa oTn VUXTEPIVA TOug dpacn) Kal
MOAU ouxvd epgavifouv kal vuotaypd. Katd kavova
ouvumdpxel UYNAR HUWTTA KAl N 6PACN KUMAIVETAL OTO

Ewkova 12. Suyyevric atdaiun voktadwia: Eyypwpn gwtoypagia fuod, dmov
Slamarivovtal supripata vPnAric puwiac Kai omTiKI Topoypagia cuvoxric omou bev
napatnpolvtal Idlaitepa evpripara.

AoBevic pe CSNB duoiohoyIKHC
ZKOTONIKEZ
flash (B) ]E25p‘\f
0 50 100 150 0 50 100 150
Xpovog (ms)

Ewkova 13. Tumiké kupatopoppés Tou nAektpoaupiBAnatposidoypagriuarog
(10yvpd flash ae akotomikés ouviikes) yia évav opBarud e puatodoyiki dpaan (Seid)
Kat évav aoBevij pie ovyyevii atdoun voktadwia, CSNB (aptotepd). Eivar sugavés 6t to
B-Kkiua mapovaid(el pikpdtepo e0pog amd 1o a-Kkia, yvwatd we nAektpo-apvnTikd HAI,
o xapaktnpiCel Asirovpyikd T véao.
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enimedo 5-6/10. H BuBookomnon avadelkviel Ta GUVH-
Bn evpripata Tn¢ vPnANS puwmiag (Eikéva 12). H opbn
S1dyvwon Ttibetatl pe Tov KAAOIKO NAEKTPOPUGCIOAOYIKO
€Neyxo, OTTOU SIAMIOTWVETAL N EKAEKTIKN HEiwon Tou f3-
KUOMOTOG (0TN peyiotn amdkplon Twv wTtolTodoxEwv)
OTN OKOTOTIIKN KATaypa®r, EVw TO a-KUUA gival Quot-
ONOYIKO 1] eAaxlota ehattwpévo (Eikdva 13). O nle-
KTPO@UGIOAOYIKOC AUTOC PAIVOTUTIOC Eival OTIAVIOC Kal
ovopdletal nAektpoapvnTikd HAT. Eival dg evOEIKTIKOG
SUOAEIToLPYIaC AMOKAEIOTIKA TOU é0w aAU@IBAnCTPO-
€16ou¢. AloonueiwTo eVPNUA OTOUG A0BEVEIC AUTOUG
emiong amoteAei To mapddo&o KOPIKO AVTAVAKAACTIKO,
O1IoU OTAV KAEIVEL TO PWC Tou e€eTaoTnpEioy, N KOPN
apxIKA CUOTENETAL TENOG UTIELBUVEC YIa TN VOO0 €ival
petarrdaéelg ota yovidia NYX kat CACNA1F. (57)

OYAOLYNAETH PETINOXXIZH

H @uloouvdetn petivooyion oxetiCetal Pe PETAAAEELG
010 Yyovidio RST kat amoteei mpoodeuTikA e€ENlOCOIE-
vn véoo. H Baoikr maBoguaotoloyikr diatapayr Twv
aoBevwv Bewpeital 6TI APopd EKPUAION TWV KUTTAPWY
Tou Muller pe eMMTWOEIC TTOV €ival EUPAVEIC KUPIWE
OTNV TEPLOXN TNG WXPAG KAl TNV KATW KPOTAPLIKN| TTE-
plPépela ToU au@IBAnoTpo&ldouc. H KAVIKA pgdvion
ToIKiAel avdloya e TNV nAikia Tou acBevoug Kat TN
S1dpkela tng vooou. Ot acBeveic gpgavifovtal ouvi-
Bw¢ otov o@Balpiatpo katd TNV £pnfeia SiapapTu-
POUEVOL Yo PElWPEVN Opaon. AlaTapayeg TG wxPAG
KNAidag mou éxouv popery «podag modnAdTtou» Kal
ogeilovTal otnv UTTAPEN KUOTIKWY XWPWV OTO KEVTPL-
KO BoBpio amoteAolV TO XOPAKTNPEIOTIKO elpnua. Ot
KUOTIKOl Xwpol ameikovifovtal kahd oto OCT, evw dev
ouvodevovtal and Siappor) oTn PAovpayyesloypagia
(Eikova 14). Ot xwpol autoi og petayevéotepa otadla
NG VOOOU LETATPETOVTAL O€ N EISIKOV TUTTOU ATPOPI-
KE€G BAAREG TNG wXPAg KNAidaG. (58) Mepipepikn oxion
QVEUPIOKETAL HOVO 0TO 50% TWV TTEPIMTTWOEWV.

JTIC TTEPITTWOELG TTOU TA XAPAKTNPLIOTIKA EUPHHATA
amouatadouyv (yia mapddelyua o acBevr) mou mPooép-
XETAL O TTPoXwWpENUEVN nAkia 30-40 gtwv), n Sayvw-
on TiBetal pe To KAACIKO NAekTpoap@IBAnoTPOEISO-

Ewkova 14. Qulogivéetn petvéayian: Kuatikoi ywpot oty omtikij Topoypagia
auvoyric mou dev Siappéovv atnv pAoupayyeloypagia
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ypdenua (nAektpo-apvntikd HATI) av kat umdpyouv
TIEPIMTWOELG OTIC OTIOIEG €XEl avaPEPOEl PUTIONOYIKO
nAektpoap@IfAnotposidoypdpnua. (59) Onwg kal ot
AN\ec SuoTpOieC TOL APPIBANCTPOEISOUC, Ol KUOTIKOI
XWpPol otV wxpd KnAida avtamokpivovtal KaAd otn
xprion vtoploAapidng tomikd 1 aketalohauidng amo
TO O0TOMA. (60) H mapakoAolBnon Twv acBevwv autwy
gival avaykaia ylati emmAoKéC 6Twe n VaAo&elSIKN al-
Hoppayia Kat N amokdAAnon ap@iBAnotpoeldoug sival
OXETIKA CUYXVEG. (61)

F'YPOEIAHZ ATPOOIA

H yupoeldi¢ atpogia €ival auToCWWIKY) UTTONELTO-
pevn duotpogia mou mpokaleital amo PETANNAEELC
ot1o yoviblo TnG auvotpavopepdong tng opviBivng
(ornithine aminotransferase, OAT), mou Bpioketal oToO
xpwpéowpa 10. H diatapayn gival To amotéAeopa Tng
dwpnelac avénong tTng opvibivng oto MAACUA, N omoia
€ival To&Ikn yia To pehdxpouv emORAAIO KAl TOV XOPIOEL-
on. X1a mpwta oTdd1a, 0l A0OEVEIG £XOUV TIEPIPEPIKES
ATPOPIKEC ANNOLWOELC TOU HENAXPOU emBnAiou Siknv
MAAKOOTPWTOU (pavingstone-like), ot omoieg otadiakda
OUPPEOLV YIA VA SWOOUV TN XAPAKTNPLOTIKH 0doviw-
T €UeAvion otn cUUPBOA] ToUu QUGIOAOYIKOU Kal Un
@uaotoloyikou ME (Eikéva 15).

Ot aoBeveic ouvBw¢ avamTuooouv VUKTaAwTTia
katd ™ Sidpkela ¢ mpwtng dekaetiag TNg (wNg Kat
TPOoOSEVTIKA amwAELa Tou OmTIKoU 1ediou Kal peiwon
™C¢ omTIKAG 0&UTNTAC APYOTEPA OTNV TIOPEIA TNG VO-
oovu. (62)

Mapdlo mou emPePaiwon tng Sidyvwong Ba dwoel
n avéiuon tou yovidiou tTng OAT, n yupoeldn¢ atpopia

Ewkova 15. Eyypwpun pwtoypapia (koAd() aobevoic ag e yupoeidn atpogia.
[Mapatnpoivtal GuppEoUaES MEPIPEPIKES ATPOPIKES TEPLOKES e bavTeAwTr mapueH],
xapaktnpiotikrj T vaaov. Or avénuéves Tipés te opvibivng ato ajua Bétouv
Oidyvwan.
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QVAKEL OTIC TIEPIMTTWOEIG TTOU N KAWVIKA Slayvwon -
BePalwvetal pe akpifela amd Tov EpyaoTnEIaKO ENEY-
X0, HE TNV aveupeon vPnAwv emmédwv opviBivng oto
mAdopa.

O d1aITtNTIKOG TTEPLOPIOHOC TNG apyvivng (mpddpopo
apvo&V TnG opviBivng) cuviatdtatl wg BePATEVTIKN TIO-
pépBaon o€ OPIOPEVEC TIEPIMTTWOELG artd HIKPH NALKIa.
(63) H dtatipnon 6uwc e diartag eival moAv SUoKoAN
Kal amatteital n mapakoAovOnon amod madldtpoug e
Eumelpia ota HeTABOAIKA voorjpaTa.

Oepaneia pe Prrapivn B6 pewwvel ta emineda tng op-
viBivng oto mAdopa o€ éva HIKpO TTOCOOTO TWV aoBe-
vwv. To Katd OO0 pia TéTola peiwon BeATIWVEL TNV
OTITIKN A&ITOUPYia HakpompoBeopa, eival dyvwoTo.
Katd ouvémela 1o evdexduevo pakpoxpoviag Bepa-
nieiag pe Brrapivn B6 Ba mpémel va e€etdletal pévo yla
aoBeveic Twv omoiwv ta enimeda opviBivng gaivetal va
MEWWvVovTal he TNV évapén Tng Beparmeiac. (64)

OIKOTENHX EZIAPQMATIKH
YAAOEIAOAMOIBAHZTPOEIAOMAGOEIA (FEVR)

MpodkerTal yia omavia KANPovopoUuuevn madnon mou
oxetiCeTal P aTeN AyYEIOYEVEON LE ATTOTENECUA QVE-
TaPKN ayyelakn Slagopormoinon Kal atehr ayyeiwon
NG TEPIPEPEINC TOU aU@IBAnoTposidouc. H vdooc
KAnpovopeital pe 6Aoug Tou TUTTOUG KANPOVOUIKOTN-
Tag (EMKEATH, UMTOAEITTOEVO Kal UAOCUVSETO). Xapa-
KTnpiletal amd HeyaAn MOIKINOPOP @I TNV KAIVIKH TNG
€K@POAON TTOU UMOPE( va Kupaivetal armd aCUUNTWHA-
TIKOUG €w¢ Bapld mdoyovteg aoBeveic péoa otny idla
olkoyévela. Exouv evtomiotei mévte yovidla n HETOA-
Aayr] Twv omoiwv odnyei og FEVR. Autd €ival to NDP
(@uNooUVdeTn KAnpovoéunon), To FZD4 (autoowuikn
EMKPATNG KAl UTTOAEITTOPEVN KAnpovounon), To LRP5
(QUTOOWIKNA EMIKPATAC KAl UTTOAEITTOUEVN KANPOVOUN-
on), 7o ZNF408 (aUTOOWHIKN EMIKPATHG KAnpovdunon)
Kal To TSPAN12 (QUTOOWIKY UTTOAEITTOMEVN KANPOVO-
unon). (65)

Ot aoBeveig umopei va €xouv omotadnmote nAikia. H
TUTTIKN €IKOVA TIEPINAUPBAVEL AVAYYEIO TIEPIPEPIKO O-
@IBANoTPOEIdn Tou cuxvd maipvel TN popen V otnv
KPOTAWPIKN TIEPIPEPELA. Y€ ATTIA TIEPIOTATIKA 1 VOOOG
MTTOpEl va €ival ACUUMTWUATIKA. Z€ TTEPIOTATIKA E-
PG BapuTnNTag N avanTuén MPOoAUPIPANCTPOEISIKAG
VEOQYYEIWONG KAl iVwong OTIG TIEPIOXEG METATITWONG
amo ap@IBANCTPOEISH) UE PUOIONOYIKN ayyeiwon o€
avayyelo au@iBAnotpoeldry umopsi va odnynosl oe
éNEN pe ekTomia TNG WYPAG KAl PEiwon TS 6paonc. Z€
Bapléc mepimtwoelc n AN odnyei oe amokoAAnon (21-
64% TWV TTACXOVTWV), TTUXEC TOU AUPIBANCTPOEISOUC
KAl TTOAU XapNnAR 6paon. Ot TTUXEG amoTEAOUV KAAOIKO
XOPAKTNPEIOTIKO TNG Baptdg FEVR. Zuxvo gupnua amo-
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TeAel emiong N acuppeTpia oTn BaplTNTA CUPMETOXAG
Twv SU0 0PBAAUWV. BaoIKo XapaKTNPIOTIKO TNG TTAON-
ong ivatl n amoucia ITopIKOU TPowPOTNTAG. Katd ta
AAAa, N KAWVIKA €IKOVa oTo emimedo Tou VaAoEIdoUC Kal
Tou ap@IPAnoTPoEIdOUC cival Sla e auth TNG AUL-
BAnotpoeidomndBelac TnE mpowpPoTNTAC.

AoBeveic pe FEVR mmou @épouv petdANaén oto yovi-
610 LRP5 pmmopei va €xouv pelwpévn ootk pdada kal va
napouctalouv Kivouvo kataypdtwv. Emiong, aocBeveig
pE HeTAMaén oto NDP umopei va eugavicouv mpoo-
SeuTikn Bapnkoia kat SiavonTiki kaBuoTtépnon.

H didyvwon tn¢ véoou Tibetal emi mapouaoiag avay-
YEIOU TTEPIPEPIKOU AUPIBANCTPOEIOOUC O évav 1 Kal
Touc SUo 0PBaAHOUC o aoBevr) omolacdnMoTe NAIKiag
XWPIC IOTOPIKO MPOWPATNTAG N ETTE TPOWPOTNTAG EQO-
OOV N XPOVIKN €EENEN TNG vOoOoU Sev GUVASEL UE au@L-
BAnoTpoeidomndbela Tng MpowpoTNTAC.

O1 meplocdtepol aobeveic Slatnpolv Kahn OTTIKNA
o&UTNTA YE TTOCOOTO 64-74% TWV TTACKOVTWV VA £XOUV
omTIKA o&uTtNTa ion 1 KaAUTepn amd 5/10. Yroloyiletal
oTL mepPi 10 50% TWV TTAOYXOVTWV Eival ACUUTTTWUATIKOI.
Kopla aitia mtwyng ontikng o§UTnTag €ival n ektomia
NC WXPAC, N ATOKOAANoN Tou Ap@IBANcTPoIdoUC Kal
Ol TTITUXEC TOU ap@IBAnoTtposldouc. H véoog oTtoug eviy-
Aikeg omaviwg e€eNiooeTal.

Epapudletal mpoulaktiky Bepameia pe laser A
Kpuomnn&ia oTiC avayyeleg meploxéC. AoBeveic pe amo-
KOMNon tou au@iBAnotposidouc avtigetwmiovral
XEIPOUPYIKA e VONOEISEKTOUNR, OKANPIKA TTpOWoN 1 UE
ouvduaouo Kal Twv SU0o TEXVIKWV. H xprion avti-ayyel-
OYEVETIKWV TTAPAYOVTWVY UTTOPEL VA PEIWOEL TNV VEOAY-
yeiwon kai ta €16 pwpatikd otolxeia, aAA TauTO)pOVa
eMOEVWVEL TNV €AEN Kal yid To AGYO AuTO 0 PONOG TOUG
oulnTeital KUPIWG WG ETIIKOUPIKOE TIPLV ATTO XEIPOUPY!L-
KA eméuPaon.

AoBeveic pe FEVR mmou @épouv petd\aén oto yovi-
610 LRP5 1) rou Sev gival YeVETIKA TAUTOTTOINUEVOL TTPE-
TIEL VA TIAPATTEUTTOVTAL YIO ENEYXO OOTIKNAG TTUKVOTNTAG
Kal epdoov amaiteitatl va Aappdvouv Bepaneia pe Si-
PWOPOVIKA (66).

00OAAMIKOZ AAOIZMOX

O 0p0oC AAPICUOC AVAPEPETAL OE MIA ETEPOYEVI) OUA-
6a voonudtwv mou xapaktnpiovtal amd Helwpévn
TAPOUsia XPwOTIKAG. Avayvwpifovtal dUo peydleg
KATNYOPIEC: 0 0POAAUOSEPUATIKOC Kal 0 OPOAAUIKOC
OAQIOUOC. XToV eUTEPO TTOU Ba PAC ATACXOANoEl £6wW
Ta euprjuata neplopiovral otov oPOBAAUO, EVW OTOV
TIPWTO OTOV QPAIVOTUTIO CUMUETEXOUV EKTOG ATIO TOUG
o@Bahpoug To §€pua Kat 0 TPIXWTOC. Exouv meplypagei
Téooepelg TUTTOL 0POAAUIKOU aA@IopoU. Edw Ba eoTia-
ooue otov TuTo | mou €ival o cuvnBéoTtepoc. (67)
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O0paAuikoc arpioudg tomov I (Nettleship-Falls)

H ouxvotnTta Tou aA@iopoU Tumou | Kupaivetat amo
1:50.000 €w¢ 1:150.000 yevvrioelc. H vooog opeiletal
oTn HeTaAAayn Tou yovidiou GPR143 Kkal KANPOVOUEI-
TAl KATA TO0 UAOCUVSEETO UTTOAEITOEVO TPOTIO. OL dp-
pevec aoBeveic epgpavifouv Pelwpévn OTTIKH o&uTnNTa
(1/20 - 2/10), vuctaypd, pwtopofia, oTpafioud Kat
MEIWPEVN OTEPEOOKOTIIKN O6pacn. Xta o@OaipoAoyikd
evprpata mephapBavetat emiong dagavela tne iptdag,
ATTOXPWHATIOMOG TOU ap@IBANOTPOEISOUC Kal UTTOTTAQ-
oia Tng wxpag (Eikéva 16). ExtipdTal 6T n mukvotTnTa
TWV KWVIwV gival YelwPEVn oTnV KEVTPIKN Teptoxn. Ta
Sepuatikd supnuata ival EAAxloTa Kal pévo o€ omd-
VIEG TIEPIMTTWOELG TTAPATNPEITAL ATTIOG UTTOXPWUATIOUOG
Tou S€pUaToC. ZTa MPOKANTA SuVAUIKA TOu nviakou
AofoU mapatnpEital ACUUUETPIA TTOU OQEINETAL OTNV
maboloytkr] SPOPOAOYNON TWV OTITIKWY VWV OTO ETTI-
eSO TOU XIAOUATOC. TOUG OAQIKOUG aoBevei¢ mapatn-
peital xlaopog nepimou tou 90% Twv OTITIKWY VWV 0TO
xiaopa. Auto €xel oav OTTOTEAECHA ATTWAELD TNG OTE-
PEOCKOTIKNG dpaong Kal avamtuén emarAacooviwv
aAmwONTIKWY OKOTWHATWV. O EMAANACOWY XaPAKTHPAG
TWV OKOTWHATWY aAuTWY ouvhBwC AetToupyei TpooTa-
TEUTIKA Kal Sev avantuooetal appivwria. To HAT Twv
acBevwv ouvrBwg gival PUOLIOAOYIKO, aNAd prmopei va
mapaTnPENOoUV UTTEPPUCIONOYIKEG KUUOTOUOPPEG TTOU
ogeilovtal 0To eMMAE0V YW TTOU AOYW TNG ATToUsiag
XPWOTIKAG ELGEPXETAL OTOV OPOANUO. (68)

H didyvwon tou OA1 TiBetal amd Ta KAAGIKA €UpH-
pata TG o@BaAHOAOYIKNAC e€€TAONC, TNV ACUUMETPIa
Twv MAIA katl kamoleg @opég ™ Bloia Tou dépuatoc.
To TuTIKO 1oTOAOYIKO €Upnua Tou OA1 €ival n Mapou-
ol HAKPOUEAAVOCWHATWY TOCO OToV 0PBaAUSd 6C0
Kal 0To S€pua akOpa Kal av To S€pUa EXEL PUOLONOYIKH

Ewkova 16. Eyxpwun gwtoypagia (koAd() aobevoic pac pe opBadpikd aApiaud.
TMapatnpeftal yapaktnplatikij EMewpn xowaTikric.
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H peydln etepoyévela otnv KAWVIKN €IKOvVa KaBloTtd
amapaitntn TNV €€€taon PeEAWV TNG OIKOYEVELAG Yia va
TeOel pe otyoupld n Stdyvwon Kat va mapaoyedei yeve-
TIKA oupPBouleuTikn. H Baputnta tng véoou e€aptd-
TatL amd TNV €BVIKA TIPOENEVON TOU TTACXOVTOG Kal gival
NMoTEPN OE ATOUA TTOU AVTAOUV Kataywyr and eOVIKEG
opadec e okoupo Sépua.

Ot yuvaikeg @popeic €xouv pUGIOAOYIKN dpach, aAd
katd tnv BuBookomnon umopei va mapatnpnBouv me-
PLOXEC LE UTTOXPWHATIOUO TOU HeNdYpou emBnAiou wg
ATTOTEAECHA TNE TUXAIAC ATTEVEPYOTIOINGNG TOU TIACYO-
VTOG XPWHOOWUATOG X.

H avTipeTwmon gival CUPMTWHATIKA Kal TTEPIAAUPA-
VEL QvTIMETWTION TNG mMOavAS apBAvwrtiag Kal xprion
OKOUPWV YUOALWV Kal fondnudtwy xaunAng dpaong.

LYNAPOMO STICKLER

Mpodkeltal yia vooo Tou UVSETIKOU 10TOU TTOU KAnpo-
VOUEITAL KATA TOV QUTOOWMIKO EMIKPATH TPOTIO ME Xa-
POKTNPIOTIKA 0@BaApoAoYIKA euprjpata mou cuvdud-
{ovTal Ye eupnpata amnd tn CTWHATOTTIPOCWTIIKH TTEPLO-
XN kaBwg kai pe Bapnkoia kat apBpitida. To cuvdpopo
Stickler eival n ouvnBéotepn KAnpovououuevn artia
pNyHaToyevoUg amokOAANong otnv maudikn nAkia.

O1 latapax€g TnG APXITEKTOVIKAE TOU LOAOEISOUG gival
MABOYVWHOVIKEG Y1a TO CUVOPOO KAl KATA TNV Amoyn
oplopévwy amoTteholy polmoBeon yia va 1ebei n dia-
yvwon. Avayvwpilovtat SUo gawvotumol. Xtov ouvnoé-
oTEPO (TUTOC |) MapaTNPEEiTAl GUYYEVHC avwaAia Tou
vahoeldoug mou oxetiCetal pe PAGPN Tou TPOKOANa-
yovou tumou |l ‘Eva urmotunwdeg ualoeldEC KaTaha-
Bavel Tov omoBo@akikd Xwpo Kal agopiletal and pia
EUPAVH TITUXWUEVN HEUPPAVN. Z€ PIKPOTEPO TTOCOOTO
aoBevwv (tumog Il) mapatnpolvTal apalég Kat aKavovi-
OTA TTAXUOMEVEG OEOUIOEG IVWV 0 OAN TNV VAAOELSIKN
Ko\oTNTa. (69)

O1 neploodtepol aobeveic spgavifouv puwrmia, N
omoia &ival ouyyevng, UPNAR Kal pn TTPOOSEUTIKNA.
YTApxeL ETIONG CUOYXETION E KATAPPAKTN, O OTTOI0G &i-
val €mMiong cUYYeVIG Kat Un mpoodeuTikoc. TENog, ava-
TITUEIOKEC avwHANiEC TNG ywviag Tou TpooBiou Bald-
pou mpodlabéTouv o€ YAAUKWHA.

H ocoPapotepn o@BaAUoAOYIK €MMAOKN €ival n
pnydatoyevi¢ amokdAAnon mou oxetietal pe Tnv on-
Mioupyia YIYAvTIwV pwyHWV.

Ta ouoTnUATIKA gupnuata TePINAUBAvouy avw-
MOAieC Twv 080OVTWY, UECOTIPOOWTIIKY UTTOTTAAGIA, I
KpoyvabBia, oxioun péong ypauuns Papnkoia Tumou
AYWYILOTNTAC, VEupoaAIoONTAPLA AMWAELD TNG AKONC,
urrepevALyIoia Twv apBpwWoewy, AemTd PN - HakpLd
8AkTUAa, mpwiun apBpitida, avwualiec Twv AKpwv
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TWV HOKPWVY 00TWV, Hap@avoeldn idloocuotaoia, aAd
ME @UOIOAOYIKO avaoTnua

To ouvdpopo Stickler kAnpovopeital katd Tov av-
TOOWWIKO ETMIKPATH TPOTO, OANA Xapaktnpiletal amd
MEYAAN TTOIKINOHOP@ia TNV KAWVIKH TOU gupavion. Qg
ATTOTENECHA, UENN OIKOYEVEIWV HE TN VOOO UMOpPE( va
givatfymma maoyovTteg Kat yivovtal avTiAnmtoi pévo PeTd
amd TPOOCEKTIKN KAWVIKN €€étaon. H mAglovoTnTa TWVY
OIKOYEVEIWV HE ToV TUTTO | TOU GUVOPOOU guavifouv
petalayég oto yovidio COL2AT. O1mdoxovteg and Tov
Toro |l éxouv petaraéelg oto yovidio COL11A1T ) oe
AaM\ouc yovidlakoug toémouc. (70)

Mpoteivetal TPOPUAAKTIKN Kpuornéia, ewTtomnéia
pe laser ? | Kal TPO@UAAKTIKOG TIEPIBPOXIOUOG Yia Va
MEWDEi 0 Kivouvog pnyuatoyevolg amokOAnong. (71)
AoBeveic mou avantlooouV PNYUATOYEVH ATTOKOAANGN
(ouvnBwc o £dapog yIydvTiag pwyHng) avtipeTwio-
VAl PE TN OUYXPOVN XELPOUPYIKN).

LYITENEIZ AIATAPAXEZ XTHN ANTIAHYH TQN
XPOMATON

H Ttpixpwpatiky épaon, n mapoucia dnAadn Tplwv
SlOPOPETIKWY TUTIWV KWVIWV HE QWTOXPWOTIKEG OU-
VTOVIOUEVEC O€ OIAPOPETIKA UNKN KUUPATOC, Bpaxéa
(S), ueoaia (M) kat pakpd (L) (yvwoTd Kat we «UTTAE,
«TTPACIVAY» KAl «KOKKIVOY»), OTTOTEAEL TOV (PUGCIONOYIKO
TUMo £yxpwpng 6paone. Eva onpavtiké mocooto Twv
avOpwnwv gugavifel, Aoyw KAnpovouikwv dlatapa-
XWV, Kdmolou Babuol avemdpkela otV avtiAnyn Twv
XPWHATWV. H amwAela evog amd Toug TUTOUG TwV KWVi-
WV, LEIWVEL TNV avTIANYN TNG £yXpwing 6paong os Vo
XPWHOTIKEG SlaoTAoElg, oTov SiXpwHATIONS. H anw-
Aela SUo TUTWV KWViwv 0dNyei 0TNV HOVOXPWHATIKA
opaon Kat éxel w¢ KatdAnén tTnv amoucia avtiAnyng
XPWHATWY, EVW OTNV AMTWAELA KAl TWV TPLWV TUTTWV KW-
viwv n 6pacn meplopiletal otnv Aertoupyia twv papdi-
wv (papdio-povoxpwpatikn opacn) (BA. mapakdtw).
To aiTio auTwWV TwVv SlaTapaxwy €ival YEVETIKO, KAl OPEi-
Aetal oe petaAaéelg ota yovidia mou eubuvovtal yia
TOV OXNMATIONO TNG oYivng Kal BpiokovTal 0To XpWUO-
owpa X. Mpokertatl yia ta yoviodia OPN1LW, OPNTMW,
Kat OPN1SW mou gival umevBuva yla tnv mapaywyr tg
oyivng Twv pakpwy (L), Twv pecaiwv (M) kat Twv Bpa-
Xéwv (S) Kwviwv avtiotolya. Q¢ anmoté\eopa, ol cuyye-
veic dlatapaxég epugavifovtal ToAD CuxVOTEPA OTOUG
avdpecg amod 6,T1 oTIC yuvaikeg (BA. mapddelypa mapa-
KATw). AuToi ol TUTTOL ATEAEIWV TIPOKUTITOUV €iTe amd
ENEWPN MO PWTOXPWOTIKAG, €iTe amd TV Tapousia
MG UBPISIKAC PWTOXPWOTIKAG e SIAPOPETIKO ATTO TO
@UOIOAOYIKO QAo amoppdPNoNE (TTlo ATILA Hop®n).

‘Otav amouotdlel TEAEiWG K QWTOXPWOTIKN (évag TU-
TTOG KWwViwv), N 0paon TOTte OVOUAleTal SIXPWHATIKA
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(6uoxpwpatopia). Otav amouctddlel N PWTOXPWOTI-
Krj ureLOuvVN yla Ta HAKPEA UK KOPaTog (L waves), n
«avwaiio» ovopdletal mpwrtavwmia. Otav to gdacpua
anoppoPNoNG TNG PWTOXPWOTIKAG HAKPWY KUUATWV
gival avwpalo 1} aVEMAPKEG TOTE XPNOIUOTIOLETAL O
0pOoC MPWTAVWHAAIA. € AUTH TNV TEPIMTWON TO QA-
opa amoppoPnong tnG XpwoTikig (L) eivat petato-
mopévo o€ BpaxVtepa UAKN KUUATOG, TIO KOVTA OTO
@acpa amoppoéenonc g (M). Mapduola opoloyia
Xpnolgomoleital Kat yla T AMeg SUo katnyopieg «Sla-
TAPAXWV»: OTAV EiVal ENATTWUATIKEG Ol PWTOXPWOTIKEG
TWV Kwviwv M (kat ival LETATOTIIOUEVEG OE HAKPOTEPA
MNAKN KOUATOG) Xpnoluomoleital n pifa Seutep-, evw n
pia Tprrav- xpnolyomoleital OTav gival EAATTWUATIKEG
Ol PWTOXPWOTIKEG TWV KwViwv S (mo omdvia nepintw-
on). OAeg ol katnyopieg Twv Slatapaywv Kabwg emiong
Kal T TOOOOTA UPAVIOAG Toug TapouatalovTal oTov
mivaka 1.

Av Kal Ol ETMMTWOELG TWV SIAPOPETIKWVY KATNYOPLWV
otnv avtiAnyn twv Slapopwv Xpwudtwy Slagépouv
OPKETA HETAEL TWV TTACXOVTWY, £XOULV YiVEL TTPOOTIAOEI-
£G e€opoiwong TG avtiAnyng Twv XpWUATWY TTIOU 0TN-
piCovtal og Puxopuoikd Sedopéva. Maviwg, n coPapo-
™Ta Twv ouyyevwy dlatapaxwv dev petaBdiietarl pe
™V nAKKia, evw dev emnpedletal n ontikn ofuTnTa 1
ANeC AelToupyieg TNC OPAONC TWV ACBEVWV.

MAPAAEITMA KAHPONOMIKOTHTAZ (Ew. 17)

Onw¢ avaeépOnke mapamdvw, Ta yovidla mou eival
urreBuva yia TIG SlaTaPAXEG OTNV AvTIANYN TwWV Xpw-

MATWV (TTANV TNG TPITAVWTTAG Kal TNG TPITAVWHAAIAG)
KAnpovopouvTtal Katd Tov @QUAOCUVOETO TPOTO Kal
ouviRBw¢ peTa@épovtal amd Tov MATEPA OTIG KOPEG KAl
MéOW aUTWV OTouG gyyovouq. Ot ylol maoxoviwv Oa
€XOUV QUOIONOYLKH £yXPWHIN 0pacn, EYOCOV N UNTEPA
Oev gival popéag Suoxpwpatoyiag. Ot KOPeG TaoXO-
vTIwv Ba gival avaykaoTikd Qopeig kal Ba €xouv «puat-
0AOYIKI» EyXPWHN 6pA0N (AV KAL UTIAPXOUV AVTIKPOUO-
MEVEG ATTOYELG WG TTPOC TO AV Ol YUVAIKES POPEIG EXOUV
(PUOLONOYIKN €yxpwin 6paon). (72)

H povn nmepintwon va «ek@pacTtei» To yovidlo oTig
YUvaiKeg €ival va gival o matépag macXwyv Kat n pntépa
popéac SuoxpwuatoPiag. e autn TNV TEPIMTWON T
Kopitola mou Ba yevvnBouv éxouv 50% mbavotnta va
givat popeic kat 50% mBavotnta va mdoyouv. H mbavo-
TNTA LYIWV/TTACYXOVTWV ayoplwv gival emiong 50-50%.

TéNog, otV mepimtwon mou o matépag KAl n untépa
gival MAOXOVTEG Kal €XOUV AVWHOAN €yxpwun 6pacn
TOTE Kal Ol Y10l Kal ol KOpeG Ba mdoyouv Kal Ba éxouv
AVWHAAN E€yXpwn 6paon.

MAHPHZ AXPQMATOYIA

H m\rpn¢ axpwuatoyia (tumkry ACHM ) pafdio-povo-
XPWHATIKA 6paon) ival pia cuyyevAg dlatapayr| mou
KANPOVOUEITAL PIE AUTOCWHIKO UTTOAEITTOUEVO TUTIO KAl
oxetiCetal pe TNV EMNEIPN TNG AslToUpYiag TV Kwviwy,
ennpealovtag nepimou 1 ota 30 000 dtopa. (73) Mpo-
KaAeital amd petaldelc ota yovidia CNGB3, GNAT2
kal PDE6C. Xapaktnpiletal and tTnv mapouasia €k yeve-
TAC 1 amd TNV TMPWIUN BPEPIKA NAIKIA EKKPEUOEIOOUC
VUOTAYHOU, XapNANG OmTIKAG o&uTtnTaC (mepimou 1/10),
anouciag Eyxpwpng 6pacnG Kal CNUAVTIKAG GWTOPO-
Biag/nuepaiwmiac. Ot acBeveic umopei emiong va ma-
pouaotdlouv mapado&wc cuoToln TNG KOPNEG KATA TN
petafifaon amd QWTOTIKEC O OKOTOTIIKEG OUVONKEC,
elpNUA YVWOTO WG gavopevo tou Flynn. Emiong eu-
@avifouv XapakTnNPIoTIKr eVvOXANON 0TO GWC TTOU €K-

[ ¥mofuipzon |
Kavomic b Fuvalses
TpOpwEaTK & = w5
Mpumanujsadio 3 1 0,032
— A 1 T e : —
papmpm |- "*;&i’&ﬁb’mwi?"" g
Npaeravanla F] 1 002
BuygpuajuarTu Acutepavwnla | I B T
Tpmavwio F 0,001 0,000
Ewova 17. llapddetyua puAooivSeTne kAnpovopikéTnTag ouyyevev diatapayv me Mosmpapany | VoI : i e
&ypwuns dpaons. T Wigva pafibia 1 0,008 [
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