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ITPOAOI'OX

H 1pbd0dog 6TV avIHETOTION TNG KVOTIVOONG £XEL EMPEPEL CNUAVTIKES LETABOAES
omv e&EMEN g vooov. H gupeia mpaktikn T HETOUOGYEVONG VEPPOD KoL 1|
QOPUOKEVTIKY] AVTIUETMTLIOT TNG VOGOL £XOVV GUVEIGPEPEL GTN GTLLAVTIKY
TAPATAGT TOL ¥POVoL {ONG T®V AGOEVOV [LE KUOTIVMOGN Kot £(0VV GUVTEAEGEL OTN
SLUOPPMOT VEMV YOPOUKTNPICTIKAOV TNG VOGOV. AVTIKEIEVO OVTNG TNG LEAETNG
glvat 1 TopPoVGINoN TOV KAMVIK®V KOl EPYOCTNPLOKAOV XOPOUKTPLOTIK®V TNG
KLGTIVOONG KATA TV Todkn, epnpikn kot eviikn Con. H pekét tov
EKONADOEMV KOl EMTAOKDV TNG VEPPOTAONTIKNG KVGTIVOGNG TapEYEL TN
dVVATOTNTO ETAVOATPOGOIOPIGLOV TMV YOPOUKTNPIOTIK®OV TG OTG epeavilovtol o
acBeveig pe paxpd emPioon, HeTd amd LETAUOCKEVOT) VEQPPOD Kot Oepameia e
KuoTEQpiv.

O1 77 acBeveic mov peretOnkay omotelodv 10 GUVOLO TV acBevav pe veppomadn
Kvotivoon tov avatolkov Hvopévev TloArteumv kot tapakorlovfodvtal 6to
Khlvio Kévtpo tov EBvikav Ivetitovtov Yyelag (Bethesda, Maryland) ota
TAOLG10L TOL TTPOYPELUATOS TEPAUATIKNG EPOUPUOYNG TNG KVOTEAUIVIG G
BepamevTikng aywyng v t kvotivoon. H mapovca pelétn napovoidlel evpripota
™G HEYOADTEPNC HEXPL ONUEPO CEPAS acBeVDV oL Tapakolovbodvtal e Eva
KAMvViKo KévTpo.

H avdBeon tov Bépatoc, £yve and tov Kabnynt g Ioaudwatpikng oto
[Movemotwo e Kpng Ap. Z. Zumopdkt, katd T StipkeLo TG 01KELONG LoV
omv latpwn 'evetikn oto Warren Grant Magnuson Clinical Center, National
Institutes of Health vtd v enonteio tov Dr. W.A. Gahl, AtevBvvn Tov Section on
Human Genetics, National Institute of Child Health and Human Development
(H.IL.A)).

Evyapiotd Oeppd tov Kabnynt k. Xtého Zumovpdxt yud tv Tiun g avébeong
aVTOV TOV £PYOV KOl Y18 TO EVOLOPEPOV, TIG 0ONYIEG KOl TNV VITOGTIPIEN TOL KATH
™V ekmovnon ™S oaTping. Zta péAn g ZupPovievtikng Emrponng Kabnyntpua
ko M. KaApavty ko KaOnynt k. A. Eppovound exkepdalom v evyvopochvn Lov
v TV emifAeym kot BeAtioon avtig g epyaciog.

&\ m va evyapiotiom tov AtevBuvti) pov oto National Institute of Child Health
and Human Development, Dr. William A. Gahl yia tnv gukoipia va epyacfo poli
tov ka1 v Dr. Dilys M. Parry, Atevfovipia tov [Ipoypaupartog latpikng IN'evetikng
tov National Institutes of Health y1d tov dtoptopd pov, v ekmaidevon mov Hov
TOPELYE KL TNV EUTIGTOCVVT] TOL LoV £0e1&e. Elpat vmoypempévog 6touvg
ouvadEApovg pov ota EBvikd Ivetitovta Yyeiag, Drs Muriel 1. Kaiser-Kupfer ko
Claudine Heinrichs, ympig m cuvelopopd twv omoimv 1 tapodca epyacio ov Oa
elye mepatwoet.

H moAdtyun teyvikn PonBeta tng Christina Jaen, BSc ékave duvarr ) mopovcioon

TV 0£00UEVOV Kot TOV KEWEVOL. H oAokAnpwon g datpiPng xpmotd ToALd
TNV vopovn Kot gepyatikotnta e Donna L. Pecoraro, BA.
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Me oot v gvkarpia, Oa N0l vo EVYAPIGTHG® TOVS WTPOVS TOV LE
exmaidevoay. To mapaderypd toug eivon otabepn tnyn éumvevong. Eipat wdwitepa
evyvopmv otov Ap. B. TTovnpdko tg Xepovpyikng tov [Hoavapkadikov
Noocoxkopeiov TpimoAng kot otovg Ap. 1. Bapdovin, A. Mavpoyiavvn, I. Koot kot
OA0 TO 1TPIKO TPOSMOTIKO TNG XEWPOVPYIKNG TOV AytAlomovAglov ["evikon
Nocoxkopeiov BoAov y1é v vBappuven Kot TIG YVOGELS TOL OV £00GOLV.

>tov Kabnynt Dr. J. Michael Connor, Dr. Elizabeth Boyd xot Dr. David Aitken
tov Duncan Guthrie Institute of Medical Genetics, Glasgow, Scotland ypoot®d v
EL0AYMOYN LOL OT HEAETN TOV YEVETIKOV VOCM®V.

Oepuég evyapiotiec opeirovtor oty Dr. Susana Rapaport, AtcvBovipio tov
[Moudratpikov Tunpatog tov Flushing Hospital Medical Center, Queens, NY, otov
Dr. Mohammad A. Mir g [Towdwarpiknig tov Wyckoff Heights Hospital, Brooklyn,
NY ot Drs Ahmed I. Mukhtar, Brian Silk kot Eric H. Smith tng Ioudwatpikng tov
Kettering and District General Hospital, Kettering, Northamptonshire, UK yi& v
ekmaidoevon pov oty [odlatpikn kot v T€(vn TG KAVIKNG TOpaTipnong Kot
(QPOVTIONG.

>tov Kabnynt Dr. Richard F. Lockey kot 6toug Drs Samuel C. Bukantz, Roger
W. Fox, Dennis K. Ledford, ka1 Rosa Codina, University of South Florida
Department of Medicine, opgihm pior vYMAOD ETUTEGOL KMVIKT] KOL 0KOOT)LLOTKN
ekmaidevon otnv AAdepyia kot AvocoAroyia.

Téhog, Ba NBera va. ekPpAG® TNV EVYVOUOGVV OV GTOVS YOVEIG KOl TNV AOEAPY

LOV Y10, TNV OVEKTIUNTY VTOGTNPIEY, KOTOVONGT Kol 0VTOYT TOLG KOTA TNV S1dpKeELn
TV 6movd®V pov. H aydmn tovg eivar to kivintpo avtg g epyaciog.
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I'ENIKO MEPOX




I'ENIKO MEPOX
1. IXTOPIKH ANAXKOITHXH

H npot yvoot) eprypaen g veppomadntikig kvotivoong (NK)
nmopovotdotnke 10 1903 and tov Emil Abderhalden (Ewova 2.). O acBevig
nrav éva ayopt nlkiog 21 unvav tov nébave amd “papoacud”. H avtoyio
£0€1E€ O1dyvTN AEVKN EUPAVION KOl OTIKTEG AAAOLOCELS GE OA TOL OPYOVOL
nov e€eTdotnkay. Xnuiky avaivon anédelée 6Tl n ovsio Tov vOLVOTAV Y
TIC LOKPOOGKOTIKES AAALOIDGELS TOV TO AUVOED KVGTIVN, LEYAAES
OLYKEVTIPAOOELS TOL 0010V gVpEBncay og Kdbe 16Td MoV pedethOnke. Avo
TPONYOVLEVA TOOLA TG 1O10G OIKOYEVELNG TOPOVGIOGAV TOPOLOLL
CLUTTONOT KO anePiooay oty 1d1a nAikio, eved 600 adEAPLL TOVS Kot O
TOTTOVG TAPOVSIACAV PUEYAAEG CLYKEVTIPMOOELS KLGTIVIG 6To ovpa. Edv
aVTEG Ol TOPATNPNOELS Elvat akpiPelg evoéyeTat Ta yovidla yid T KLOTiveon
KOl TNV KuoTivovpio vo noay tapovia oty 1ot owoyévela (Abderhalden,
1903). Katd v dekaetia tov 1930 n NK £€yve yvoot| og Zovdpopo de
Toni-Debre-Fanconi kot avayvepicOnke og pio amd t1g ontieg un
drafnrikng yAvkolovpiag. Katd v id1a mepiodo meptypdonkay opiopévo
devtepoyev) yapaktnprotikd g NK 0nwme veppoyevig payitida Kot
kaBvotépnon oty avantuén (Fanconi, 1936).

To 1937 kpVOGTAAAOL KLGTIVIG TEPLYPAPNKAV GTO ECTEIPAUEVA COANVAPLOL
acBevov pe “kvotvondBeia” (Cystinkrankheit). Av ko n apvovovpio g
NK eiye non meprypopei and tov Fanconi, ou peréteg tov Dent katéAn&av e
pio TocoTikn avdivon g moilvovpiag, YAvkolovpiag, pocpatovpiog Kot
npotevovpiog otn NK (Dent, 1947). H epyacio Tov Dent £de1&e 611
yvevikevpévn aptvobvovpia g NK dev opeihetal oty vmapén vyniov
EMMEOOV AHVOEEWDV OTO OipLaL Kot OgV Elval OmOTEAEGLOL SLOTAPAYNS TOV
petafoAiopod twv OBetikmv apvocémv. Ot mapatnprnoelg tov Dent o
GULVOLOGUO LE TNV OVAYVAPLoN TNG GTOVIOTNTOS SuVLTTdpEewe ABwv
Kvotivng og acBeveig pe kuotiveoon, odyncav otov dtaywpiopd g NK
ano v kvotwvovpia (Freudenberg, 1949).

To 1952 o Bickel npotetve tov 0po “vdcog Lignac-Fanconi” kot eotioce v
neptypoer| ¢ tabopucioroyiog g NK g dvo yapaktnpiotikd:
evamoeon kvotivng kot apvoévovpio. v o LEAETN TOPOVGIAGTHKAV
dvo maboyvopovikd evpnuata g NK: evandeon kvotivng oto poedd twv
0GTAV KOl GTOV KEPATOEWN Kot YEVIKELUEVT apvoévovpia. evikeopévn
apwvo&uovpio Tapovoidotnke amd Tov Bickel og éva yprioipo ctotyeio ot
dpopikn ddryvmon arnd v aptvoSvovpia TG KuoTIVoLPiag Kot TG
eowvviketovovpiag. Kabmgn yvoon tov aitiov g yevikevpuévng
apvo&vovpiog NTav meploptopévn, To cuvopopo Fanconi Bewpnnie apyikd
ocuvvovopo g NK (Bickel, 1952).
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Ewova 2. Emil Abderhalden. Familiaere Cystindiathese, Hoppe-
Sevler’s Zeitschrift fuer physiologische Chemie, 1903; XXXVIII:557

Familiire Cystindiathese.
Von

Emil Abderhalden.

tAns dem L chemischen Institol der Universitat Berlin.)

(Der Medakiion zugegangen am 13, dai 1003)

Herr Prof. Kaufmann in Basel, dessen [reundliches
Entgegenkommen mir die in folgender Mitteilung niedergelegten
Untersuchungen ermdglichte, fand bei der Sektion eines 21/,
Monate alten, unter den Erscheinungen einer allmihligen
Inanition verstorbenen Knaben die inneren Organe zum Teil
in grobsichibarer Weise von zahllosen weiflen Punkten durch-
setzt, zum Teil nur mikroskopisch dicht von Massen infiltriert
(so die Leber), welche sich unter dem Mikroskope als Haufen
teils rundlicher, teils eckiger Tafeln erwiesen. Herr Prof.
Kaufmann demonstrierte mir den seltenen Fall, iiber welchen
er an anderer Slelle genauer berichlen wird, als eine seines
Wissens einzig dastehende Form von Cystindiathese, da, soviel
ihm bekannt, eine solche Infiltration der inneren Organe mit
Cystin noch nirgends beobachtet resp. nirgends beschrieben
wurde, Er iibergab mir, da ich zur Zeit mit Untersuchungen
iiber Cystin beschifligt war, ein Sliick der Milz zur genauen
chemischen Analyse. Die Infiltration war in diesem Organe eine

O poLog TV KPLOTAAL®Y KLGTIVNG OTNV TABOYEVELN TNG YEVIKEVUEVNG
apvoSvovpiog Tov cuvdpopov Fanconi €xel emPeformbel pe meipapotikég
epyaoies. Alouta pe YnAég cuykevipmoelg Kuotivig Bpébnke vo tpokodel
Aevkopotivovpio kot alwBapia (Lewis, 1925). EvoopAépia yopriynon
KLGTIVNG TPOKOAAEL VEKPMOOT| GTEIPOUUATIKOV COANVOPIOV Kot EvamOfeon
acPeatiov, evd AAAa aptvo&éa Oev TPOKAAOVY TaPOUOLES VEPPIKES PAGPEC.
H mapovoia e£ayovikdv KpuoTdAhov KUOTIVIG GE VEPPIKE GOANVAPLOKE
kotTapa achevov pe NK amodelydnke oe peAéteg pe nAeKTPOVIKO
pkpookomo (Ewova 8.) (Jocelyn, 1967).

H avayvopion oty dekaetio tov 1930, g pun dwafntikng yAvkolovpiog
ot NK enétpeye tov €heyyo g apuddTmons mov NTav N attia BovaTov o
nikio 2-3 etdv. Xnv dekoetio Tov 1950 | péon emPiowon Tov Todiodv e
Kvotivoon frav 10 £ pe Kopla outio Bavatov ™ veppikn averapkeio. H
TEPLYPOUPT] TOV AVTIYOVOV 1IGTOGLUPATOTNTOS KOl 1] LETOUOGYEVCT VEQPOD
otV dekoetia Tov 1960 ko n xpnon g Kuoteauivng petd to 1982,
tpomonoinoav tnv mopeia g NK kot 0dyncav oy Stopdpemon evog
TANOLGHOV acHEVOV LE TA YOPOKTNPIOTIKA TNG VOCOL UETA O
neplocotepa amod 20 £t {ong. apdiinia, pio yevid Todldv avonticoeTol
OV (AP OTNV YOPNYNON KLGTEAUIVNG GTNV TPOIUN TOIKT NAKio
ekdniaver piov nmotepn poper) NK (Theodoropoulos et al., 1993,
Theodoropoulos et al., 1995).
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2. METABOAIXMOX

H xvotivn, 10 dyuepég Tou apuvoééog kvuateiv, Exet poplaxo Papog 240,3
(Ewova 4.). H xvotivn kot 1 KuoTeivn cuppetéyovy o€ pio apeidpoun
avtiopaon o&ewdoavaywyng pe o&edoavaywykd dvvapuko -0,22 eV (Gorin,
1968). ITapovcia o&uydvov 1 kvoteivn o&eddveratl og kKuotivr. Ot dvo
KapBoEuAopdoes Kat o1 600 apvopadesg e kvotivng éxovy pKa<1/1,7/
7,48 ka1 9,02 avtictotya. Hiektpikd goptio oe pucstoroyikd pH eivar 0 kot
pl eivan 4,60 (Meister, 1965). H dtodvtotnta tov dipepotc oe vepd givor
uévo 0,5 mM oe pH = 7,0 ko Ogppokpacio 37 Babunv Keioiov (Lewis,
1925). To avBpomivo mAdoua oe Oeppokpacio 37 fabundv Kelsiov ko pH
= 17,3 umopei va dadvcet 1,65 mM kvotivig.

H xvoteivn mapdyston omd vdpolvon tpmteivdv Kot cuvBeon de novo. To
dropo Belov Tpoépyetan amd To apvold pebetovivn. H xvoteivny oelddveton
og avopyavn Betikn pila kol eKKpiveTol 6ToL 0VPA 1) EMAVOYPTCLLOTOLEITOL
Y14 60vOeon TPOTEIVNG Ko dnpuovpyio EAevBEPV BEOADY OTT®G M
YAOLTOOELOVN (Y-YAOVTOUVA-KUGTEIVOA-YAVKIVY)).

%OOH C<)OH /COOH
CH-CH,-SH CH-CH,-S—— S-CH,-CH
NH; NH, NH,
Kvoteivn Kvotivn
(Ewoévo 4.)

H cvykévrtpwon kvotivig 610 TAdGpa dtatnpeitol o€ LGLOAOYIKA EimESQ
o™ Kvotivoon. H aroppoenon amd to £vtepo eival pUGIOA0YIKN Kol TO
emineda Kvotivng ota ovpa dev etvar vyMAdTEPa AAL®V apvoémy. H
TOPAYOYT KOl GVGGMPEVCT] KVOTIVNG Elval ATOKAEIGTIKA EVOOKLTTAPLO
eawvopevo (Gahl et al., 1989). Kpvotallot kuotivng €govv péxpt onpepa
evromiofel otovg veppoig (Ewova 8.) (Spears et al., 1971), nmap (Ewéva 1,
oeAida 10) (Scotto et al., 1977), mvevpoveg, maykpeag (Fivush et al., 1987),
évtepo (Holtzapple et al., 1969, Morecki et al., 1968), ckoAnkogidn
aroevon (Schneider et al., 1968), onAnva (Gross et al., 1968),
molvpoppomvupnva, povokvttapa (Korn, 1960), poedd twv ootdv
(Schneider et al., 1969), Bupeoeidn (Chan et al., 1970), Bopo (Casey, 1966)
Kol yoproeég mAEyua (Baar et al., 1952). H evandBeon kpuotarlmv apyilet
KT TN JdPKELN TNG KUOEMG OTMC OmOdElYONKE e TNV 0VEVPEDT)
KpLoTdAA®V Kvotiving ota KotTapa Kupfer epfpdov 22 gfdopadwv (Haynes
et al., 1980). Kpvotaiiot kuotivng dev £xovv Ppebel og powd kot
EYKEQPAAKE KOTTOPO 060EVADV, 00TE GE KUTTAPOKAAMEPYELES LVIKDV
KUTTAPOV, Tap” OA0 TOV aVTA To KHTTOPU GVGSOPELOVY 5 mg S00 Popég Ta
QLGoLOYIKA emineda Kuotivng. Kuttapikog Odvartog eival 1o arotélecua
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OLGGMPELONG KLGTIVIG OTO AVCOGMUATA [e ETOKOAOLON pNEN Kol EKAvoT
Avcocopok®v evEOu®v. AVo punyovicpol KukAo@opiag KuoTivng dud g
Avcocouiakng pepPpdvng éxovv meprypaget. O évag givar Toybg, £xet
TEPLOPIOUEVT] SVVATOTNTO. LETAPOPES KLOTIVIG, EvEpyomoteital og ynAd pH
Kol OVOoTEAAETOL LT omd yopnynon yAmpokivine. H petapopd g
KLGTIVIG TpayUaTOTTOLEITAL e O1dLON O1d LEGOL TNG KLTTOPIKTG Kot
Avococoptakng pepPpdvng. O devtepog punyaviopds ivor apyog, peydlov
SLVOUIKOD, EMTAYOVETOL LLE TNV EMOPAOT] YA®POKIVNG Kal eivon evepydg o€
6&wo pH. H petagopd kuotiving amd tov eE@KTTépto YHpo e ToV apyod
UNYoviopo yivetal pe mvokHtwon 1 omoia akoAlovdeitat amd cvvinén twv
nvocoudtov pe Avsocopato (Danpure et al., 1986).

3. TENETIKH

H xvotivoon kAnpovopeitor og autocmUoTIKOS VTOAEITOUEVOS
yopoaktpag. H cuyvétrta g vocov vroroyileton og 1:100.000 €wg
1:200.000 yevnoeic. H ouyvomnta tov gopémv vroroyiletar oe 1:200 oto
YeVIKO TANBuGHd. AvEnpévn cuyvotnta mapatnpeitor otn Bpetdvn, 'aAlia,
omov 1:26.000 wadid mapovcidlovv ) voco. Evag peydiog apBudg
TSIV TEOAIVOLV 0dLIYVOGTO GUVETEIX APLIATOONG LE ATOTEAEGLLOL TV
vroeKTipNn oM ™S Tpaypatikng cvyvotntac e NK. H cuyvotta appévov
pe NK etvon katd Tt avénpévn pe Adyo appévev / Iniéov = 1,17 (Manz et
al., 1985, Gretz et al., 1982).

To yovidio g Kvotivioong éxet eviomiobel 6to ypopdcoua 17pl3,
avapeca otovc markers DS17S1828 kot DS17S2167 (McDowell et al.,
1996). Epyaocieg yid kAwvomoinon tov yovidiov Bpiokovtal oe £EMEN. To
yoviolo g Kvotivwong etvar to CTNS, Bpicketon 6ty mteptoyn mov
nepudeietal amd Tovg avaTéEP® markers Kot K®OKOTOIEL TNV TPpOTEIVY
“kuotveocivn”,  onoia arotedeiton amd 367 apvolén Kot Tapovstalet
YOPOKTNPLOTIKA TPMTEIVNG TS Avsocoutakng pepppavng. (Town et al.,
1998). To CTNS amoteleiton amd 12 exons kot to mRNA tov givon 2,6 kb.
XpoUocoUIKES avopaiieg og pia meployn peyébovg 65 kb 1 onoia
emkoAvntel tov marker D17S829 éyovv drayvmaoet og peydro apfud
evpomainv kot og 44% apepikavov achevov. Evoeka acBeveic etvar
opoluymteg yud ™ petdrhaln 753G —>A. Alhec onpetokés petaAldEelc
&xovv meprypaget o€ 24 acbeveic (Shotelersuk et al., 1998).
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4. IIOPEIA THX NOXOY

Onwg ovpPaiverl pe Tic TEPIEGOTEPES AVGOCMUINKES VOGOVG 01 aicbeveig
enpaviCovtat puotoroywkol katd ) yévvnon. H avantoén eivar opodn péypt
70 0€VTEPO MOV TOV TPMTOL £TOVE, OTOTE TAPATNPEITAL AVETOPKNG adHENON
Bapovg Kot Vyoug, andAglo 0pEEems, TOAVOY i, TOAVOLPTa KoL
OAAETAANAQ £TEIGOOIN APVOATOCENMS, OEEDTEMS KO TVPETOV. AVTA TOL
ocupnTOpata givol ekdNAOoelg Tov cuvopopov Fanconi. Xtnv mistoymeio
TOV TEPUTTAOGE®V N O1AyVOCT TPOKOTTEL LETA OO eKTETANEVES eEETAOELG
v dtepgvvnon yAvkolovpiag. Ztnv dekaetio tov 1970 n péon niwcio
duyvmong ntav 28 unveg (Gahl et al., 1986).

H @vowm 1otopia g NK petd ™ vnmakn niikio teptiapfdavet
(UOLOAOYIKY] VONTIKT avATTTUEN, YOUNAO ovAcTN IO, OTOPOSia Kot
TPOOOEVTIKT] ATMOAELN VEQPIKNG COANVOPLUKNG AEITOVPYIONG TOV TEAMKA
odMyel o€ VEQPIKN OVETAPKELX LETA TV TPMOTN dekaeTio. Metd and
HETOUOCYEVLGT VEQPOV 1| VEQPIKT] AEITOVPYIO ETAVEPYETUL GE PVGIOAOYIKA
emineda aAAd 1 cuveIlOEVT GLCCOPEVOT) KVOTIVIG G€ AALL Opyava
dNuovpyel eMAOKEG 01 0Toieg avayvopicOnkov Kot TEPLYyPAPNKAV TV
tehevtaio oekoetio (Kaiser-Kupfer et al., 1986, Theodoropoulos et al.,
1993).

5. KAINIKA XAPAKTHPIXTIKA
Sa. Ne@pwn coinvoploki] dverertovpyia

H npotomadng veppikn dwatapayr| oty kKuotivwon eivat 1 ducAgttovpyia
TOV €YYVG ECTEWPAUUEVOV COANVOPI®V Le GUVETOKOAOLOT avemapKn
EMOVAPPOPNOT| KPOV popiov, yveoot) o cuvopopo Fanconi. H
Kvotivoon givon  TALov cuyvn attia cuvopopov Fanconi otnv moudik
niwio (Wrong, 1992).

Ot veppucég arrowwoels e NK meprhapfavovv coinvaptlokn atpopia,
tvoon kot omepapatiky oxkinpovon (Ewova 5.). H veppacPéotwon givar
oLYVO VPN KOt ATOdIdETAL 6TV EvamOBeoT aAdTOV AGPECTION GTO
ocoAnvaploko avAdd. H coinvaploxn atpoio mpocPAiiel xopaktnploTikd
TO AVATEPO TUN O TOL €YYVS eoTEPAUEVOL coANVapiov (Ewova 6.)
[Mpwipo wotomaboroyikd evpnua g NK eivar n epedvion moivmopnvev
OTEPAUATIKMV TOO0KLTTAP®V. EGTioKn ek@OMON TOV COANVOPLOKOV
EMONAMOKOV KUTTAP®V LE OTMAELN TN YNKTPOELOOVS TOPLONS Eivor Emiong
yapaxtmplotikn (Spear GS 1974, Bernstein et al., 1998).

Xapaktmpiotikd Tov cuvopopov Fanconi eivar 1 yevikevpévn apvo&uovpia,
yAvkolovpia, vroewoeatoiio, vroKaAlaio, oEEmaon, vroovpikaipia,
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payitda, kabvotépnon oty avantulr, ToAvovpia, 0EVIATMOT ,
TPOTEWVOVPIN (TEPIAAUPOVOUEVIC 0VOGOTPOLPTVOVPING) Ko
vrokapvitvoio. To TAéov ypnoo dtoyveoTtikd eopnua etvor 1 avénpévn
OLYKEVTPMOT OA®V TOV OUIVOEEWV oTa. 00pa (YEVIKELUEVT aptvoSvovpia), 1
omoia givarl maBoyvopovikn Tov cuvopopov Fanconi. O Brodehl
TOPATNPNCE OTL 1] OTOAELN AUIVOEEWV GTA 0VpaL efvat ovENIEV Yl TaL
apvo&€a oL VIO PLGLOAOYIKEG GUVONKES OmEKKPIVOVTAL GE PEYAAES
TOGOTNTEG KO OVTIOTPOPM®G EIval EAGYIOTN V1A OUIVOEEX LLE YOUNAN
euotloAoyikn anékkpion (Brodehl et al., 1973).

Hivakoc 1.  Arwriec cuvopouov Fanconi

Kinpovopikég

Kvotivoon TINoAaxtolopio
KAnpovopuikn dvcaveéio ppovktodlng Tvpoowvarpio
Noéocog Wilson YHvdpopo Lowe
I"\koyovidoetg [dtomabng

EXAenym o&eddong KutoypdpaTog ¢

Enixtnreg

To&wm dpdon Papéwv petdArlov Glue sniffing
Andntnpioon pe diachrome AlaBompivn
Ievtapokivn YtpentoloTokivn
[ToAhamlobv Muéhmpa YHvdpopo Sjoegren
[Tpwtevovpia eAappdv aAbOGE®V Apwlrogidmon
Ne@pwoikd GOVOpopo X1omhativn
Metapdoygvon veppov [pocpapion

Neopikéc kaxondeiec

H yhvkolovpia elvar anotéAecpa EAATTOUEVIC GOANVOPIOKTG
emovappOPNomNg ™S YALKOING Kot eivar Eva amd o TPOLA YOPOKTNPIOTIKA
™G vooov. Ta emineda YAukOIng 6to aipo pmopel va vl QUGIOAOYIKA M
yopunAd. H yhvkolovpia opeiretor otov yaunio ovdod anékkpions yAvkolngs.

Yrnopoopatapio 6to cbvopopo Fanconi givor 1o amotélecpa pLetwpévng
COANVOPLOKNG ETAVAPPOPNONG. ZE PUCIOAOYIKES GLUVONKES 1 ATEKKPION
0T0 00P0 TOV POGPOPIKAOV avTiKatonTpilel TV TpocAnymn pe ) dlonta Ko
o, VYNAL emtineda mAdopatoc. H anékkpion ooo@opik®v ekTdTol LE TO
TOGOGTO GOANVOPLUKNG ETOVAPPOPNGEMG PMOSPOPIKAV (tubular
reabsorption of phosphates, TRP) pe pucioroyikég tipég 80-95%. Ot tipég
¢ TRP og aoBeveic pe NK givor youniotepeg tov pustoroykod. O
devteponadng vepmapabvpoeldiocpnog ot NK empépetl mepattépw
EAMATTOON NG ETOVOPPOPTONG POCPOPIKADV. AguTEPOTAONG
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Ewova 5. Atpooia £yy0g eomepaUEVOV COANVOPIOV GTO
veppkd PAo1d acBevoig nhikiag 11 etdv pe kvotivaon (ypoon
apato&uAivng-nmeoivng, x 165, Dr. E.M. Darmady).

VIEPTOPAOVPOESIGLOG EXEL AVAYVOPLIGHEL GOV ATOTELEGLLL TG VEPPIKNG
dvoetrtovpyiag otn NK kot Oewpeitar vrevbovog yid v avantuén
veppooPéotwong (Brodehl et al., 1977). Ot apyikég ahroidoelg g
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veppooPéotwong elvar eEwkvuttapies. [pdipa svpripota veppacféotmong
nepiapBdvovy evandbeon ahdtomv acBecTion 6T0 COANVAPLOKO AVAD,
avdpeco og emOnAlaKd KoTTapo Kot 6t Pacikn pepppavn. H cuyvotnta
Kot 1 fopdTnTo OVTOV TOV EMTAOKOV € acbeveis e cvvopopo Fanconi
oyetiCovion dueca pe v vrepacPeotiovpio (Bernstein et al.1998).

O petaforopog g Prrapivng D etvar maBoroyikdg oto chvdpopo Fanconi
He amotédlespa Ta yoaunAd emineda 1,25 d1voposuPrrapiving D (Chesney et
al., 1980). Yrapyovv evdei&elg mmog acbeveig pe cuvopopo Fanconi
TOPOVCIALOVY EANTTOUATIKY pHeToTpony| TG Prrapivng D og 1,25
dtopoéuPrrapivny D (Brewer, 1985). Avo avedptntot peta&h toug
unyaviopoi Bewpovvtarl vreHBvvol Yo T YOUNAG ETITESQ TG EVEPYOV
Brrapivng: younid enimeda 1-vdpovidong ota ptoyovopia (Brewer et al.,
1977) xon petaforrkn o&éwon (Lee et al., 1977, Cunningham et al., 1982,
Krant et al., 1983).

Ynopooeatapio kot yopnid enineda 1,25 d1vdpo&vPrrapivng D
evBHvovTal Yo TIC 00TIKES dlaTapayEg ToLv cLVOPOUoL Fanconi dmwg
00TEOTOPMOOT Kot payitida 1 0oTEOpOAdKVVOT. Emmlokéc g ooteondbsiog
010 cuvdpopo Fanconi meptrappdvovy kabvotépnon oty avantuén,
katdypota kot avannpiec. H Bepaneia neptrappdvet yopnynon 1,25
dwdpoéuPrrapivng D, adkalikd Kot @oc@opikd dAoTOL.

H o&&wom tov cuvopdopov Fanconi eivon amotéecspio ELOTTOUATIKNG
emovappOPNoNG ANTTAVOPAKIKAOV amd TO £YYVS ECTEPAUUEVO VEPPIKO
ocwAnvaptlo. Ynd puoloroyikég cuvinkeg 80-90% twv dmbovpuévov
ATTAVOPAKIKADV ETOVAPPOPDVTOL GTO YYD ECTEPAUUEVO COANVAPLO KO
0-5% amexkpivovror ota ovpa, v 6to cuvopopo Fanconi tepiocdtepo
a6 30% tov SrttavOpoKIKOV ameKKpivovTol GTo 0OVPO. LE PLUGLOAOYIKES
TIEG OTTOVOPAKIK®OV TAAGUATOC. XVVETELN TOV ATMOAEIDV OVTOV EIvor Ta
YoUnAd emineda drtTovOpaKik®v 6To aipo ta omoio Kupaivovrot petadd 12-
18 mEq/L xot 1 ouppikvoon tov eEmkuttdpiov ydpov. Kabog ta
drrtavOpaKikd TAAGLOTOS YOUNADVOLV Kot 0 eEMKVTTAPLOG GYKOG
CLPPIKVOVTOL TO TOCOGTO EMOVOPPOPN OGS UTopel va avEndet pe
amotélecpa Topodikd dwactipato pe 0Ewvo pH ovpwv (Foreman et al.,
1994).

AT®OAEEG NAEKTPOAVTMOV PUTOPEL VO TPOKAAEGOVV UETABOAKN OAKAA®GT
Ko VTEPAAS0GTEPOVIGUO avaAoyo ToL cuvdpdov Bartter (O’Regan, 1980).
Odvator omd vrokaAopia £xovv avapepfel. QopwmTtikn dtovpnon pe
noAvovpia, ToAvdwyia, auddtwon Kot vrotporidlovta avenynto
TUPETIKA ENEGOON VO YOPOKTNPLOTIKE Tpdipa cvuntodpata. [oapd
Bapeld apuddtmon ta ovpa gival apaid pe xounid €101Ko6 Bapog.
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Ewova 6.  Atpooia eyyvg eomelpalévov coOANVopiov pe TumK
aArloimon “Aopod KOkvov” (swan neck), 6TO AvAOTEPO TUNLLOL TOV
(Dr. E.M. Darmady).
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Ewova 7. AcBevnig 28 etadpv

5B. Avamtoén

Bpéon pe kvotivoon égovv puoiodoykd Bépog Kot pinkog yévvnong. O
pLOLOG avdmtuEng apyilel va eEraTTOVETOL KATd TN O18PpKELD TOV TPMTOV
étoug {ong kat ot S1dpKeLo TOL SELTEPOL £TOVS 1 TAEIOYNPi0 TV
acBevav £xel pnKog mov avtiotolyel ot tpitn ekatootiaio O¢on. Katd to
TEPOG TOV OEVTEPOL £TOVG LMNG VAVIGHOG elval £KOMA0G o€ aoBevelg xwpig
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Bepaneia (Schneider et al., 1983, Gahl et al., 1987). H ootikn nlikia eniong
kaBvotepel e oyéon pe ™ ypovoroyikn nikio. Kabmg vyoc ko Bépog
enpaviovv mapopotn Kabvotépnon, To Toudld oVTé EYOVV GUUUETPIKES
avaroyiec. Neppikn avemdpkela, oEEmon Kot vroPirtapivoon evfbvovtal o
onuavtikd Badbud ya v kabvotépnon oy avamrtuén. H mapatmpodpevn
kaBvotépnon dpmg eivor Bapvtepn amd avT TOL TOPATNPEITAL OE AALES
veppondbeieg (Ewova 7.). [Tioteveton g n evamdfeon KpuoTdAiwy
KLGTIVIG 6TOVG ALENTIKOVG YOVIPOLE KOl 1) CLGGOPEVGT KVUGTIVIG OTIG
AVOTTUGOOUEVEG PVTKEG Tveg aoKk0oVV PAOTTIKY| ENTLOPACT] GTNV IKOVOTNTA
TOV KLTTAP®V Y10 TOAAATAACIOCUO.

S5y. O@BaipondOero

XopaKTnpIoTIKn TEPLPEPIKT| AUEIPANCTPOEdOTADELN e KOTE TOTOVG
ENAELYN YPOOTIKNG EIVOL TPOIUO ELPNUO TOV EYEL TEPLYPAPEL AKOLLOL KOl OE
vimo wévte gfdopddwv (Schneider et al., 1969). H expdiion tov
AUPIPANCTPOEIOOVE £YEL GOV ATOTEAEGL TNV YOPAKTNPLOTIKY EavBOypmoun
eLPavion tov. Avoyépela ot d1dKpion YPOUATOV Eival TPOTHO VPN TO
omoio mponyeital oNUAVTIKA TNG EAATTOONG OTTIKNG o&uTnTag. To
niektpoapepAnotpoctdoypdonua ivor pio gvaicntn dokipacio yid
TPOTUN Sdyvoon. [apd v Tpdipn andAEn YPOOTIKNG, S0TAPUYES GTNV
onTiky 0&VTNTA, OMTIKG TEDTD, VOKTEPIVY OPOIOT) KOl
apepAnoTpostdondbeia ival acLVIOELS GTV TPOGYOAIKN NAMKIN Kol 1
TOPOLGIO TOVG ATALTEL LLPOPIKT| O1AyvmoT amd GAAeg TABNGELS TOL
opBaApov (Gahl et al., 1995, Wong, 1973).

Kpvotairotl otov kepatogdn eivorl mtaboyvopovikd evpnuo g KuoTivoong.
YuvnBmg eppavifovtol Katd to TEA0G TOV TPATOV £TOVG, EYOVV ATPAKTOEON
Hopo1| Kot vTomilovion 6€ OAOKANPO TO YOG TOV TEPLPEPIKOV
KEPATOEWDOVG Kot 6TV TPOGHLaL LLoipa TOV KEVIPIKOV KEPOTOEWOOVGS. Eivar
epupaveic otnv nAkio tov 12 unvov. Ztmyv nAikio Tov Te660pmv ETOV O
KEPATOELONG EIVaL TANPNG KPVOTAAAW®YV 01 OTTO{01 GTY) OEVTEPT OEKOAETIO TNG
Cong olvouv pia yapaktnprotiky) Borepn epedvion (Kaiser-Kupfer et al.,
1986). EAxn t0V KePATOEOOVG Elvat GLYVA Kot Umopel va GUVLTTAPYOLV LE
eAeypovn (Kaiser-Kupfer et al., 1987).

O emumepvKdTOG GLYVA TEPIEXEL EEAYMVIKOVG Kol 0pHOYDdVIONS KPLGTAAAOVG
LE yapakTNploTiky peavion (ground glass). H potogofia eivon
YOPAKTNPLOTIKO GOUTTOUO TNG KVOTIVOGONG Kol vl AmoTEAEGHA YL LOVOV
™G EKQVAGNG TOV AUPIPANGTPOEOOVS OAAG Kot TG evamdBeong
KPLGTAAL®V GTOV KEPUTOEWT| Ko emmepukota. H potopoPia teivel va
emdevaveTan e TV mapodo tov ypovov (Theodoropoulos et al., 1993).

506. EvooxkpivondOeieg
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O vroBvpoedioudg eivan ouyvog oe acheveic e Kuotivoon. Atpopia Kot
evamoeon KpLOTAAAW®V KLGTIVNG oTa BuAaKL®ON KOTTOPA Eivat
YOPUKTNPLOTIKE 10TOAOYIKE gvpjpata. H Bupeotpomoc opudvn (TSH) elvar
ouvnBmg avénuévn kat Wiaitepa n vropovada o. H avantuén
vroBvpoediopol eEaptdTon amd TNV nAkio Tov acbevoic. Xe pio perétn 3
a6 Toug 15 acbeveig nlikiag pikpdtepng tov 13 etdv epedvicay
vroBvpoediond (Chan et al., 1970), eved oe dAin perémn 70% tov acBevov
nikiog dvo tov 10 etdv Bprokdtav o Bepaneio pe Bupopudves pe péon
nAkia évapéng Bepaneiog oéka £tn (Gahl et al., 1985).

IveovAvoe&aptdpevog dtapntng Exel meprypopet. Xe Hepkovg acheveic
TPOKELTOL Y10, TOPEVEPYELD TNG Oepameiag e GTEPOEION Y18 VEQPIKY|
petapooyevon (Morecki et al., 1968, Broyer et al., 1981, Chantler et al.,
1980). Avéntikn oppdvn, copatopedivn-C kot andkkpion KoptiloAng HeTd
and £yyvon erototpdémov opudvng (ACTH) etvar puotodoyukéc.
KabBvotépnon g évapéng g epnPeiog péxpt mv nikia tov 16-17 gtdv
etvarl ovyvn (Gahl et al., 1987). Yroyovadiopog £xet mapotnpndet o
dppeveg acbeveic (Gahl et al., 1993, Theodoropoulos et al., 1993). To 1986
avaKowmdnke o TpdTOC TokeTOC 6¢ asBevn pe NK niwiog 20 etov (Reiss
et al., 1988).

5¢. Mvora0swo

Kpvotairot kuotivng dev oynuotiCovion o KaAAlepynuévo Loika KotTopa
acBevav e KuoTtivoon, cuveyllopevn evamddeon kvotivng dpmg odnyel o
YOPOKTNPLOTIKEG KEVOTOTIMOEIS ahAowmoel (vacuolization). Ta emineda
KLGTivNg 68 VAIKO poikng Proyiog oe acBeveic pe NK vrepBaivouv katd
100 éwg 1000 popég Ta puororoywkd eminedo (Broyer et al., 1982, Gahl et
al., 1992). IotoAoywd svpnpato TepAapavouy aTpodio LUIKOV VOV
Tomov 1 Ko peydin mowkidia oto péyebog tv puikomv vav. Kpbotaiiot
KLGTivNg epeavifovtol 6To TePDio Kat evooudio, aAld Gyt 6ToV PLikd
16T0.AVTEG 01 AALOIDGELS YivovTot EKOMAEG e TNV TPOOSO NG NAKING Kot
enopaviCovtar og acbeveic g oyung epnpPeioc. H pvomadeia tng NK frov
dyvootn péxpt v dexaetio tov 1980 dtav mapatnpndnke yid Tpdtn Popd
oe acbevelc pe pooyevpa veppol. 1o KAMVIKG CUUTTOUTO TEPIAAUPavETIL
poikn atpogia, n omwoia sivar Waitepa Papeld oe Pbg ToL BEvapoc, TXEMG
Kot yaotpokvnpiog. Ot acBeveig pe pvomdbeta eivor cuvBog nikiog dve
TV 20 Kot £xovv EAATTOUEVN HVTKT) 16YD TOV YAOCGGIKOV KOl GCTOHOTIKAOV
puvav. Ot pog tov xeléwv etvat katd kavova mpocsPePinuévol. Eva ypnowo
KAMviko onpeio givor n advvapio avtov Tov achevov va cpupifovv. Katd
mv EEMEN g M pvomdBeta Tng NK mpoxadrel Bapetéc PAaPeg e oG Tov
QAPLYYO KO TOV AAPLYYO LE ATOTEAEGILA VTTOP®ViCL, OLOKATATOGIA,
duoPayio Kol GUYVEG TVEVUOVIKES ELGPOPT|GELS. AVTH TOL GUUTTMO T
EMOELVAOVOVTOL CNUOVTIKE pE TV Ttpo0odo g nAkiog. To
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niekTpopoypdenua deiyvel yapaktnprotikés aAlowwaoelg (Gahl et al.,
1988). H a&toldynon t@v gopuyylk®v - 0160QayIKOV EKONAMCEDY TNG
pvondabetog g NK yiveton pe foplovyo yedpa kot veepnyOypoLLiLa.

S56t. Nevpko cvotypo

Evan60eon kvotivng otov eyképaro evniikav xel avapepOel (Jonas et al.,
1987). To @avopevo antd dev TapOTNPELTAL GTNV TOOIKT NALKio
(Schulman, 1971). Eivou mBavéov 1 evandbeon kpuotdAhov vo oyetileTon
He TV avamtuén eYKeQOAKNG atpoiag otn devTepn dekaetio tng Long
(Brodehl et al., 1984). Zracpoi, poikodg TpOUOG Kot TUPUOTKE GCUUTTM AT
etvar ouyva evpnpata (Cocha et al., 1986, Fink et al., 1988). Nontikn
kaBvotépnon Exel meprypapel aAAd cuviBwg M vonTiky avamTuén eivon
@uoloAoyikr). H arddoon oto oyodeio eitvar pétpia. Avaeépovran
YUYOKOWVOVIKA TpoPANata Tov oyetilovtal pe tn xpovio voonpotnta, T
pewpévn 6paoct kot to younio avaotnua (Wolf et al., 1982, Trauner et al.,
1987).

5. Kaion0ng KuoTivomon Kot Oyipn ve@ppomadnTiKi] KvoTivemon

AocBeveic pe kohonOn (un veppomadntikn) Kuotivoon dev mapovcstalovv
OLGOMPELCT KLGTIVIG GTOLG VEPPOVS KOl £XOVV PLGLOAOYIKT) VEPPIKN
Aertovpyio. ApeipAnctpogidonddeio dev mapatnpeiTol oTNV KaAonon
Kvotivoon. Ta enineda KuoTiVIG TOV AELKOKVTTAP®V Elval YNAOTEPA TOL
(QUGLOAOYIKOU OALG CTLLOVTIKA YOUNAOTEPO OO OVTA TTOV TELPOTPOVVTOL
ot NK. Ta Avcoocopata achevov pe kalondn kvotivoon gpeavifovv
SUVOLIKO HETAPOPES KVOTIVIG 014 LEGOV TG AVCOGMULOKNG LepPpbivng 9-
29 % tov pucloloyko¥. Ta KOTTOPA TOL HVEAOD TOV 00TAOV EUPAVICOVV
evamoeon KpLoTIAA®V KLoTivng. AcBeveic pe kalonOn kuotivoon
ocvvnBwg Tapapévouy acvuntopatikol. H d1dyvoon toug akoAovbet
gupnuata katd v opBoiporoyikn e€étaon povtivag (Lietman et al., 1966,
Dodd et al., 1978, Gahl et al., 1995).

YIAVIEG NTLES LOPPES OYIUNG VEPPOTTAONTIKNG KuoTivmong (late onset
nephropathic cystinosis) £xovv meptypagel pe ELPAVIOT) GUUTTOUATOV KOTA
TNV TPOCYOAKT], £pMPikn Kou eviidikn epiodo. H evnAikov tomov dyiun
VEQPPOTOONTIKN KLUGTIVOOT) EKONAMVETAL GE NAIKIN dved TV 25 £TOV Ko Kot
00MNYElL GE VEQPIKT AVETAPKELD GE GUVTOWO YPOVIKO dtdotnua. H dtapopikn
duryvoon amd acOeveic pe kolondn kuotivoon nikiog pikpodtepns tov 25
elvat duokoAn. Ta enimedo KLOTIVIG TV AELKOKVTTAP®V EUPAVICOVV TIUEG
HeTadl aVTOV TOL TAPATNPOVVTOL GE KAAOT O KOl VNTOKT VEQPOTAONTIKY|
KLGTIVOOT), 0ALA 1] ETKAAVYT] TOV TILOV GLYVE KAVEL TN O1dyveoon
advVOTY).
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Ewova 8. KpbOotairot kuoTiviig 6€ AVGOCHOTO IGTIOKVTTAPOV TOV
emmepukoTa. Hiektpovikd pikpookonio x 9250 (Dr. T. Kuwabara, National
Eye Institute).

Ao TV mopovGa LEAETN TPOKVTTEL 1] EVOEIEN OTL 1] VITTLOKT KO 1) OWiun
veppomadntikn Kuotivoon opsihoviat e aAAnAkd yovidia. e mepintmon
GLYKANpovounong TV 600 Taforoyik®dv yovidiwv, 1 vnmiakn NK
petafipdleron pe tov emkparovvta kot 1 Oyun NK pe tov vmoieumodpevo

YOPOKTTPOL.
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6. KYXTEAMINH

Méypt tpocpata n Oepaneio g NK 1Tov vmootnpiktikn pe drloto KaAiov,
durtavOpakikd, Prrapivy D Kot avtipetdmion - Tpdinyn mopoluoumy
oféwongc. Andmelpeg cvotnuatikig Oepameiog pe mevikiadlapivn (Harms et
al., 1979, Gahl et al., 1982), ackopPiko o0&y (Pisoni et al., 1985) kot
dBe100p1toAn (Tietze et al., 1986) oav avemtuyeils. Meléteg o¢
KUTTOPOKOAMEPYELEG AVESEIEAY TNV YPNCIUOTNTO TNG POCGPOKVOTEOUIVIG
(Thoene et al., 1980). To 1981 anedeiydn n eAdTTOON TOV EMTEIWV TNG
KLOTIVIG TV AevKoKVLTTAP®V € 6 acOeveic pe NK petd amod yopnynon
kvoteapivng (Tietze et al., 1986). Xopnynon kvoteapiving o€ 93 acbeveic pe
NK, €0¢e1&e peimon g Kvotiving tov Agvkokuttdpwv o€ 82% tmv acbevav,
eMPPAdvVoN GTNV EUPAVION VEPPIKNG averapKeing Kot feATimon 6to puOuo
avamntoéng (Gahl et al., 1983).

H xvoteapivn dtomepva e evkoAio TV KLTTOPIKT KOl AVGOCMLOKN
HEUPPAVN KOl GUYKEVIPAOVETOL EKAEKTIKA LEGO GTOL AVGOCOOTO OTTOV
avTopa pe v kvotivn. H kvotivny dtaomdton e 600 popla KuoTeivng
kaBéva omd Ta omoia. oynuatilel pEcw evOg SIGOVAPIOKOD dEGHOV Eval
OVUTAEYLLO KVOTEIVIG-KVoTeaUiving. To cOUmAEy O KVOTEIVIG-KVOTEQUTIVIG
YPNOOTOEL VOV LITOSOYEN Y10 TO APVOED AVGTVN YidL T HETOPOPE TOV
¢€m amd 1o Avsocoua (Ewova 9.).

H xvoteapivn €xel mepropiopévn enidpoon oTig VEQPIKES EKONADGELS TOV
ouvopopov Fanconi, 1o omoio veictatot mapd v Beponeio pe KuoTeauivn.
Oepameio Yo VEQPIKES AMMAELEG NAEKTPOAVTMOV KOt STTAVOPAKIK®OV T
ovpa emParietan og acbeveic pe NK mopdAinia pe tv aymyn pe
KuoTEQpivT).

H yopnynon g xvoteapivng apyitet pe 10 mg/kg/muépa o 4 dooe1g Kot
av&averon katd 10 mg/kgmuépa kébe 2-3 efoopddes £mg 6Tov N KLoTivy
TOV AEVKOKVTTAPWV PEIWBEL o€ AydTepo amd 2 nmol 1/2 kvuotiviig/mg
npoteivng. H péon nuepnoia 66omn eivar 51 mg/kg. Opovocia Exet
avapepbei pe tayeio avénomn g doomng (Schulman et al., 1983). Enpoavtikéc
napevepyeles etvan  voutio Kat ot gpetol. H yevon ko ooun g
Kvoteapivng eivor eEapeTiKd OVGAPESTEC. AEKa TEGGEPD TOLG EKATO TOV
acBevav drakdntovv TV Bepaneia pe Kuoteapuivn €€ artiog avTOV TV
TOPEVEPYELDV HEGO OTOVG TPMTOVG 6 pveg ™S aymyns. TToAhot acBeveig
dvuokolevovtal va cuppopemBoiv e T Bepaneio, tnv onoio dStaKOTTOLY
Yo LoKpEG TEPLOO0VE N GuVEYILOVY e 0OGELS YOUNAOTEPES TMOV
evogkvoopévav. Eva véo Tapackedacua, 1 @OGOOKLGTEALIVI etvat
KOADTEPA OVEKTY] KO £XEL O VTOKATAGTIOEL TNV KLGTEANIVN 01N Ogpameia
¢ NK (Theodoropoulos et al., 1993).

H xvoteapivn givor dtobéoiun kot o opBaipkés otayoves. Xoprynon
0QPHOALUKDY GTaYOVOV KuoTeauivng Kabe pio dpa ent 16 dpeg / nuépa,
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AVOGTPEPEL TNV EVATODEST] KPVGTAAAL®YV GTOV KEPATOEWDN G ddoTna 5
unvav. Iepiocodtepor amd 100 acbeveic e didpopa pELVNTIKA KEVTPA
Bplokovion onpepa e aywyn pe otayoveg kuoteapivng. H yopnynon
0POOAUIKOV GTAYOVOV KLUGTEAUIVIG GUVOOEVETOL OO TO KAADTEPA SLVOTA
aroteléopato 6tav yopnyeitan 10-14 popég nuepnoine. Acbeveig e
TOKTIKN Yopnynon otayovev 10-14 popéc nuepnoing dev Exovv pmtopofia
00Tg KPLGTAALOVG GTOV KEPATOELDN. AVAGTPOPT T®V 0QOUAUIKOV PAaBdV
LE YPNOTN OTAYOV®V KVOTEOUIVIG Tapatnpeitol aveEdptnTa omd nAtKioL.
Xopnynon 3-4 popég nuepnocimg dev eivan amotelecuatikn (Gahl et al.,

1995).

Ecwtepicd Aucocmdpoatog

HOOC / COOH

}C-CHZ-S-S-CHZ-CH

H;N / \ NH;

>

EMITTONRATIKOG
RETAPOPENS
KvoTtivig

KuoTiv
H+
+
HS-CH2-CH2-NH, ——> HS-CH2-CH2-NH;"
KLOTEQUIVY
ecoyevIg
xopnynon
KUGTEAUIVIG
COOH
HS-CH2-CH
\ NH;"
KLOTEIVN pRETAPOPENS
KVOTEIVIG
+
HOOC \
HC-CH,-S-S-CH,-CH2-NH;"
"H,N / KUGTEIVI-KLOTEQIV RETAPOPENS
Aveivng
Ewoéva 9. O unyaviopog dpaong g kvoteapivne. H kvoteapivn

dmepva TNV AVGOCOUOKY LEUPPEVT AP GTNV 0VLOETEPT aptvordda TG,
N omoia amoktd OeTikd Poptio 6TO OEWVO TEPIPAALOV TOV Avcochpatog. H
KLGTEOUIVI] avTdpd e TN KVOTIVI TOPAYOVTOG KUGTEIVH KOl TO GOUTAEY L
Kvoteivnc-kuoteapivne. H kvuoteivn anopokpiveTon HEG® TOL HETOPOPED
KUGTEIVNG KOl TO GOUTAEY O KUGTEIVIC-KLGTEAUIVIG LECM TOL LETOPOPED

Aveivng.
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7. LKOIIOX THX MEAETHX

o) H apodidivon kot petopdcyguon veppov ot dekoetioo Tov 1960
onuovpynoe éva minbooud acbevav pe NK ot onoiotl yio mpdTn opd
ATOPEVLYOLV TO BAVATO A0 VEPPIKY| OVETAPKELD KOt {OVV TEPIGGOTEPO OO
10 £tn. Avtol o1 acBeveig elvar onpepa eVAIKEG 6T OEVTEPT Ko TPITN
dekaetio g {ong kot mapovcstdlovv ekdniooelg ™ NK ot oroieg noav
HEYPL CNUEPD AYVMOOTES. AVTEG EIVaL ATOTELEGLOL GLGGMPEVONG KLGTIVIG
010VG 167006 £mi 20-30 €11 Ko apopodv eEmvePpiots 16tove. Mepikol and
avtovg Tovg acbeveic fpioKovtal 6 aymYN Le KLGTEAUIVT Yo EVOL GOVIOUO
YPOVIKO SLAGTNHO APOD 1) TEPUUOTIKT XOPYNOT TS KUGTEAUIVIG
dokipdomnke yid Tpdtn @opd 1o 1982. Me e€aipeon Evav acBevry, GA01 ot
acBeveig pe poGyELLL VEQPOD PpioKOVTOL O aymYN LE KLOTEQUIVY Y1
Mybtepo amd 7 €.

H xataypaen tov yopaxtpov e NK 6’ autf tnv opdda eivot GnuovTikn
d1oTL avtot eivar ot povot acBeveic pe NK mov evnlkodnioy ywpig
Oepancio pe kuoteapivn (25 acbeveic) N pe Bepameia yia ypovikd ddotnuo
2-11 etov (11 acBeveig). Avt) eivar 1 LoV SNUOGIELUEVT GEPE EVNAIK®V
pe NK. H ypnion g xvoteapivng éxer nom kabiepwbei otnv Evpdan kou n
TEPOALOTIKY] TNG YOPNYNON TNV EYEL EK TOV TPOAYUATOV KOTAGTNGEL TNV
evoedetypévn Bepameia yio NK otig Hvopéveg TToAteiec. I'd tovg Adyoug
avTovg M opdda acevav pe NK pe pooysopa veppol £xet povaducd
YOPUKTNPLOTIKA TOL OTTOT0L OEV TPOKELTOL VO, GLVOVTNOOVUV G AALEC LEAETEG
¢ NK oto pélhov. H pedétn toug Ba xpnoedoet yio cuykpicelg pe
HEALOVTIKEG VEEC LOPQEC Bepameiag.

B) H napovoa celpd acOevov teptrappavel 41 mondio pe pUGI0A0YIKN
VEQPIKT Agttovpyia. Avtr ivor ) TpdOTN peydin oepd acBevav pe NK ce
CUTNUOTIKN Oy®YN HE KLOTEQUIVT IOV OMpoctevetol. H mpoiun évapén
Bepaneiog pe kvoteapivn eltiooe Beapoticd v TotdtnTo Lo Kot
tpomomoinoce v eEEMEN TG VOGOL KaTd £va TETO10 TPOTO TTO¥ 1M
CLUTTOUATOAOYIO, TOPEin KOl EMTAOKES TNG ATALTOVV TNV ENAVEEETAON
Tovg, KaBMG givar drtapopeTikég amd Tig Tarootepeg meptypagéc g NK. Ot
oxeTIKES mapapeTpot eEetdlovrol Kot cuykpivovtot e tnv opdda 36
acBevov mov dev voPAnOnkav moté o Bepaneia pe kKuoteapivny n dpycav
Bepamneia pe kaBvotépnon. Néeg emmAOKES KOl 1 OVTILETOMTION TOVG
eEetalovral.
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EIAIKO MEPOX
8. AXOENEIX KAI MEOOAOI

H perétn avt meptropfaver 77 acbeveic: 36 nhkiog 17-34 etdv, (23
appeveg, 13 ONAeLg), ne petapooyevpuévous veppovg kot 41 acBeveic nliog
9 uvav €wg 15 etdv (20 dppeveg, 21 OMAELS) e OpOAN VEPPIKN AgtTovPYid,
ot onoiot TapakorovBovvtan oto KAviko Kévipo Warren G. Magnuson tov
EBvikdv Ivotitovtov Yyelag, Bethesda, Maryland tov Hvopévov
[ToMreidv. Avto 10 KEVTPO £xel 78 eyyeypapévoug acbeveig e Kuotivoon.
Evag acBevig g devtepnc opdoag dev mepthapfdveral otn LeAETn AOY®
EAMMTOV OTOLYEI®V KO OVETOPKOVE TopakoAoVOnonc. Xtotyeio amd 10
16TOPIKO TV acBevdv eMedncav and 1o latpikd Apyeio Tov Kiwvikon
Kévtpov.

H dudyvoon g NK ompiydnke 010 1610p1Kkd Kol 611 YA GUYKEVTIPOON
KLGTIVIG TOV AEVKOKVTTAP®V LE TIHES LEYOADTEPEG TV 2,5 nmol nut-
KvoTtivng / mg Tp®TEIVIG (PLGLOAOYIKEG TIHEG iKpOTEPES TV 0,2 nmol nut-
Kvotivng / mg mpoteivig). Ta amoteAéopato TV HeTpNoey ek@palovTat
ovpPatikd oe nanomols NuikveTivig 010TL pE TIG TpEYovoEeS neBOdoLg elvar
adLVOTOG O JLYWPIGUOG TNG KVOTIVIG altd TNV KLOTEIVN.

OMot ot acBeveig avtng g perétng e€etdobniay amd Tov GVYYPUEEa.
Agdopéva mponyovpévav elcaywymv oto Kvikd Kévipo tov EOvikav
Ivotitovtev Yyeiog katd tnv mepiodo 1964-1992 cuykevipmbnkay Kot
avaAvOnkav and tov cuyypagéa. Etcaymyn oto Kiviké Kévipo tov
Efvikov Ivotitodtov Yyelag W.G. Magnuson, £etdoelg, Tpomomomoelg
QOPUOKEVTIKNG AYWDYNC, TUPATOUTES GE EOKOVG 1TPOVS KO TEPULTEP®
napaKoAovOnon HeTd To e€utnpro, katd TV tepiodo 1992-1994,
opyovodnKay amd Tov cuyYypapéa Yid OA0VG TOVG 0cheveic TG HEAETNG, VTTO
v dueon enifreyn tov Aevbovrr) tov Topéa Dr. W.A. Gahl. ZvAhoym
TANPOPOPLAOV Y1 TNV KAMVIKN Topeia TV acBevov cuveyicOnke and tov
ovyypagéa pExpt 1o T€Aog Tov 1998.

Aocbevelg pe petapooyevpévoug veppoig stonydnoav oto Kivikd Kévrpo
tov EOvikov Ivotitobtov Yyeiog 3-6 @opéc to ypodvo Y1l xpovikn mepiodo
8-31 et@v. H nuepnola d0om kvoteapiving frav 23-50 mg/kg Bépovg
ocopotoc/24mpo. Acbeveic pe veppikn endpketla glonydnoav oto Kiviko
Kevtpo tov EOvikdv Ivetitobtov Yysiog 2-3 gopéc enoimg yio péon
ypovikn mepiodo 5,8 etmv (evpog 0,4-14 £1n). Zvykévipwon oVp®V 24®dpov
&ywe and 1o mpocomikd g Movadag Kiwvikng Epguvag. H nuepnota 66on
Kvoteapivng yuo acheveic pe veppikn emdpketa ntav 50-90 mg Kuoteapivng
avé ydypappo Bapovg, avd nuépa, ompnuévn oe 4 dooeis. H mpocinyn
TOL QPOPUAKOV EAEYXONKE e LETPNOELS EMMEONDV KLGTIVIG AEVKOKVTTAP®OV
avd 4-6 pnveg. AvENOM NG 0OONCTNG KLGTEAUIVIG £YIvE LETA Ao PETPNON
TOV EMTEOWMV TNG KLGTIVIG 6TA AeVKOKVTTOPA EYIve 0vaL 4-6 UNVEG e GTOYO
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OLYKEVTIPMOOELS GTO aipa yopumAdtepeg amd 1 nmol nui-kvotivng / mg
TPOTEIVNG.

H emapxng mpdoinyn kuoteapivng eAEYeTOL LE LETPNON TOV ETTEOWOV
KLOTIVNG TV AevKOKLTTAP®VY. AcBeveic pe pooyevpa veppov, nikiag 17-
34 e1dv BewpoHvtal 6Tt £XOVV IKOVOTOMNTIKY TPOCANYN KLGTEAUIVIG €AV 1
KLOTIVN AevKOKVLTTAP®V dev vVItepPaivel ta 3,3 nmol np-kvotivng / mg
TPOTEIVNG AEVKOKLTTAPOL Y1 YPOVIKO SIAGTILLOL LEYOADTEPO T®V 2 ETMV.
AocBeveic e LOGYELLO VEPPOL LE NUKLGTIVI AEVKOKLTTAP®OV LEYOADTEPT
Tov 3,3 mmol / mg tp®TEIVIC Y1d YPOVIKO SLAGTNIO LEYOADTEPO TOV 2 ETOV
Bewpovvtat 6T dev Ppickovtal og Bepameia pe Kuoteapivn n 6T
TpocAapPdvouy averapkelg 00elS. Avotnpotepa KpLTnpla eQapuolovrol
YU acBeveig pe emapkn veppikn Aettovpyia, nikiog 9 unvav éog 15 etov.
Enapxnc Oempeitar ) mpooAnyn Kuoteapivng o€ acBeVeEIS Le CLYKEVIPDOELS
YoUNAOTEPEG amd 2 nmol np-Kuotivng/mg TpoTeivNg Y1d dtdpKeLa
peyoAvtepn TV 48 unvav N Y1d 3 cuveyeic emokéyelg yid aceveic nlkiog
pkpoTePNG TV 4 eT@v. AcBevelg pe ynAdTEPQ EMITESD KVOTIVIG
Aevkokvttdpmv and 2 nmol/mg npmteivng Bewpovtal 6t dev Ppickoviat
0€ OMOTEAEGLOTIKN Bepameia e KVoTOUIVT).

Xopnynomn vypov Yo GVATANP®OGT TOV VEPPIKOV ATMOAELDV NTOV VoYK
v 6A0vG ToVG acbeveic. H avaminpwon towv EMEUATOV poo@Opov Eyve
ue yopnynon 2-8 makétwv neutra-phos / nuépa. Kabe maxéto neutra-phos
mepiEyel 1,25 g poopoptkod vatpiov. AvanApmon eAAEUUATOV acBesTtiov
ntav avaykaio o déka acbevelg pe veppikn endpketa. Ot 606E1g TOL
acPeotiov Ntav 127 mg - 6,26 g /kg/muépa.

OpBoiporoywkn e&étaon Eywve amd v Dr. Kaiser-Kupfer, AtevBdvtpia tov
tunpatog OeBaipng I'evetuang tov EOvicod OpBaiporoykod
Ivotitovtov (National Eye Institute).

O evdokpvoroykog Eleyyog meprElafe KAVIKY agloAdynon Kot
gpyaotnplokég e€eTd el Yo vToOVPOEWIG O, GaKYAPMOT O TN Kot
vroyovadiopd. Orot o1 acBeveig eEetasOniay amd tovg vevpordyovg M.
Aoldxo kot L. Charnas, y14 nepipepikn vevpomddeio cOLQmva pe
mponyovueves dnuootevuéveg epyaociec (Gahl et al., 1988, Fink et al., 1989).
A&ovikn Topoypapio eyke@dAov £yve oe OAOVG TOVS 0GOEVELS e LOGYEL L
veppov kKot 12 acBeveig pe emapkn veppikn Asttovpyia, oto Tunua
A&ovunc Topoypaeiag Tov Khvikod Kévipov tov EBvikdv Ivotitovtov
Yyetag, , vrd v enifieyn tov Aevbovrr| k. N. Tatpova. Aokipaocieg
Katdmoong pe Papto Kot vepnyoypaen e Kobmg Kot aEoAdyNon ™S
TO1OTNTOG KO £VTACTG TNG PMVNG, TNG YAMGGIKNG KIVNTIKOTNTOG Kot 16Y00G
TEPICTOUATIKAOV LLOV Yo aEloAdynomn mapdivong, Eywvav and v Dr. B.
Sonies Tov TUNUATOC POVOTABOLOYIOG COUPMVOL LLE TNV TEYVIKT TOV EXEL
dnpootevBel amd v 16w (Sonies et al., 1990). H enayyeipatikng kot
KowmVvikn mopeia agloloyndnkav pe faon to 16Topikd TV aclevav.
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To acBéotio (Ca), Ta pwcspopikd (PO4) kot n kpeatvivny (crea) opov Kot
ovpwv (UCa, UPQy4, Ucrea) petprinkav pe mayleg teVIKEG 0VTOUATOV
avaivt (NIH Clinical Pathology and Transfusion Medicine Guide).
YnepaoPeotiovpio wpicOnke wg anékkpion UCa/Ucrea peyodlvtepn and
0,76 mmol/mmol yin ac0eveig oe aymyn pe acPéotio (Stapleton et al.,
1982) kot 0,69 v acBeveic o kovovikn diorta (Shaw et al., 1990). Ta
avotepa euotoloykd 6pro. UPO4/Ucrea givon 2,26 mmol/mmol yuo tnv
niia 1-3 etdv, 1,43 mmol/mmol ywo v nlia 3-9 etwv, 0,89
mmol/mmol yio v nhkia 9-13 etov kot 0,7 mmol/mmol yia acOeveig dvo
tov 13 etov (Thalassinos et al., 1970, Nordin et al., 1960).

H mapaBoppovn tov opod petpndnke e avocopadtopeTpikn dokipacio 600
onueiov (two site radioimmunoassay). VGLOAOYIKEG TILES Y10 EVIAIKES
etvan 10-65 pg/ml kot yio woudid pukpdtepeg towv 35 pg/ml (Shaw et al.,
1990). H 1,25 stopd&u-Prrapiviy D tov opod petpndnke pe ypopoatoypopio
o Ang (column chromatography) kot padioavosodokipacio
(radioimmunoassay). Ot puotoAoyiKég TIHEG givor peta&y 20-76 pg/ml.
Ko 37,5 povopmopopikn adevooivn (cyclic adenosine 3°,5’-
monophosphate, c-AMP) ovpwv petpndnke pe padtoavosodokipacio. O
Adyog KuKAKoL AMP / orelpapatikod puBpov d1dnong (glomerular
filtration rate, GFR), (c-AMP/GFR) vroAoyiotnkav cOpemva pe tov tHmo
nov €yel mpotabel and tov Kruse, katd tov onoio o Adyog c-AMP/GFR
oovTon e To Yvopevo tov c-AMP 1.U. (ekppacuévo oe nmol/mg
KPeATIVIVIG) €Ml TNV GLYKEVIPMOT KPEATIVIVIG 0pOD (EKPPOACUEV GE
mg/dl). Ot pucroroykég Tipég Tov c-AMP/GFR xvpaivovton amd 1,6 €mg
4,9 nmol/dl orepapatikov dmbnpatog (Kruse et al., 1982, Kruse, 1992).

OmieBomeprtovaikodg VIEPNYOYPAPIKOG EAEYYOG £YIVE GE OLOVG TOVG
acBeveic pe veppikn emdprelo KaOe €L unvec amd tov axtivordyo Dr. T.
Shawker. Aékoa mévte acOevei e opain veppikn Asttovpyia elyov
aEoAOYNOM TOV VEPPOV LE 0EOVIKT TOLOYPOPiL.
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9. AIIOTEAEXMATA XE AXOENEIX
ME MOXXEYMA NE®POY

9a. Awayvoon

Ot acBeveic avtg ¢ pneAétng dayvacsnkav oe nlkio 4 punvav g 17
etov (Euwova 10.). H péon nAicia didyvoong ntav 24 unveg. Acbeveic mov
dwyvoohnkav ota TpdTa 000 £t TG (NG YAV TUTIKA GUUTTMOUATO.,
Omwg moAvovpia, TOAVIWYIM, ETAVEIANUEVO ETELGOIIO TVPETOV KOl LEWOUEVT
avamtoén. [Toadid pe drvmo copuntodpata dtyvootnkay Kobvotepnuéva. O
acBevng Spencer G. (acBevnig 3) voPfANOnke o€ e£ETAGELS Yo TPAOTN POPA
o€ nAia 10 etov yio kOTmon ko vevnAio. H Kelly L.-W. (ac0evrg 4)
TOPOLGLACONKE e AGVVHIGTN TPOTIUNOT GE TPOPEG TAOVCIEG GE OAATL KOl
molvovpia Kot doyvadcoOnke petd and dvo cvveyn £t eéetdoewv. H Laura
T. mapovciace duGKOAin 6TO TEPTATNUA AGY® TEPUPEPIKOL OO LLATOG
(acBevnc 10) (ITivakag 2.).

amBpig
ucBevdv

£
B
13 15 17

nhkia (£11)

Ewova 10.  HAwio katd ) 01dyvoon acBevav pe NK pe pocysopa
veppol. Av kot 1 mAsoyneia tov achevav dtoyvadcotnke péca ota 000
TPAOTA £T1 TG (ONG, OPICUEVEG TEPUTTAOGELS O10LYVAOGON KAV GTN GYOAIKY|
nikio Kot otnv £pnPeio.
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Y& OPICUEVEG TTEPUTTMOELG VINPEE GNUOVTIKT KaBLOTEPNON GTN SLAYVOON).
O Andrew S. (acBevng 14) dayvdrceOnke oe nlkia 2 1/2 etdv mop’ OAO TOL
ntav yvooto 0t Enacye and cvvdpopo Fanconi amd nlikiog 4 unvav. O
Dale Stuart W. (ac0evnig 6) eppavice kaBouotépnon oty avanTLEn o€
nAkio evog £TOVG KL YOPAKTNPIGTIKY TOAVIWYIO KOl TPOTIUNOT TPOQOV
mhovoiov oe addtl. H epyaostnplakn Tov d1epevvnon eoTidodnke 610
ouvopopo Bartter 1| cuyyevi éAderyn 21 vopo&uAidong. Metd amd 18 punqveg
eetdoewv, avaivon obpwv yuo optvoEéa €0ece 1 odyvoon. H didyvoon
EMTOYOVONKE ONUAVTIKE GE TEPUTTOCELS TOL LEYOADTEPOG AOEAPOG/M €lxe
dwyvmobei pe NK. Kat 6’ autég Tig mepuntdoeig Opmg kabvuotepnoelg £xovv
napatnpndet. O William C. (acBevig 13) diayvoctnke o nikia 15 pnvov
o€ Poyio poedol TV 06TOV, POV TPONYNONKAY ETOVEIANUUEVES AKOPTES
LETPNOELG KVOTIVNG TV Agvkokuttdpwv. [Tapd tov avénuévo Babud
vroyiag, o adehpog tov Keith (acbevng 34) diayvorobnke o nAikia 11
unvov. H péon nhkio dtbdyvoong etvoe 3 €t ko 2 pvec.

98. EmBimon

Ao tovg 36 acBeveic mov petapooyevdnkay, 23 noav appeves ko 13
Onieic. O peyorvtepog oe nlikia acbevig Ntav 34 etov. Entd acOeveic
méBavav pv o 1997. H nlkia Bavatov kopaivetor amd 18 g 34 €1
(néon nhia 26 £t). Attieg Oavdtov TepAapBAvVoVV KOTAGTOAY TOV
AVOTTVELGTIKOV KEVTPOL (2 acbevelc), eilopopnon (2 acbeveig amd toug
0moioVg £vag EMAGYE OO GTOGTIKY TETPATANYIN), VEQPPIKY] AVETAPKELD (2
acBeveic), kot dyvoota aita (1 acbevig) (Iivaxog 2.).

9y. Avamtoén

To dyog yw 23 dppeves (néso vyog, [SD]) ntav 148 [10] cm. H péon
nAia Oyoug frav 11 € ko 10 unves. TN tig 12 OMAeig to péco Hyog
Nrtav 137 [10] cm kot 1 péomn niwcio dyovg 9 €t ko 9 unveg. H péon
00Tk NAkia Yo Ghovg tovg acBeveig Ntav 16 [2] £tn. To péco Papog ya
TouG dppevec NTav 44 [11] kg, pe evpog Tynmv and 29 éwoc 72 kg. o tig
OnAeic to péco Papog tav 44 [12] kg, pe edpoc Tinadv amod 22 £wg 60 kg
(ITivaxag 3.) (Ewoveg 11 ko 12.).
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MMivaxkag 2.  Hlwia 616yvmong, LeTapooyevong veppoL kat Bavdtov og
ac0eveic e veppomadNTiKn KVoTiveon.

Hepintoon nikio Koatd owqayvoon petapooyeven  Bavartor
/ @O o ™myv TeAevTaia veQPPOD

gloayoy

(tn-pijvec) (tn-pijvec) (¢tm) (¢tm)

AoOeveig yopic Oepomeio

1 A 17- 8 0- 8 10 ---
2 0 17-10 1-0 8 18
3 A 18-2 10 12 ---
4 0 18-11 1-4 15
5 0 19 6- 9 ---
6 A 19-1 2-6 7
7 © 19-1 5 11 19
8 A 19-3 4 5 ---
9 O 19-5 2 10 ---
10 O 19-7 1-1 19 ---
11 A 20- 8 2- 11 -
12 A 21-2 0-11 10 ---
13 A 21-7 1-3 9
14 A 22-0 2- 10 22
15 A 23-5 2- 15 ---
16 A 23-5 2- 15 ---
17 A 23-9 0-6 14 ---
18 A 23-10 1-4 10 26
19 A 25-1 2-6 8
20 O 26-11 2-6 12
21 A 28-2 1-6 17 ---
22 @O 29-1 2- 8 30
23 A 29-8 1- 10 34
24 0O 30-7 0-4 10 31
25 A 31-2 10 12 ---
AocOeveig 6g Ospaneio pe KvoTeapivy
26 A 18-7 1-3 12
27 A 20- 8 7 13 ---
28 A 20-10 0-9 17
29 0 21-0 0-10 9 ---
30 O 22-1 17 17 ---
31 O 22-4 1- 16 ---
32 A 22-11 2 12
33 0 25-3 0- 6* 8
34 A 25-9 1-1 13 ---
35 A 27-5 0-3* 11
36 A 34-4 3 10 —
pécog 6pog 23-1 3-2 12 26
péon tiun 22-0 2-0 11 26
SD 4-3 3-6 3 6

A: dppeveg, @: Onhelg, “televtaia sloaymyn”: evtog tov 1993

*: OIKOYEVELNKO 1OTOPIKO EMETPEVYE TPATUT dLdyvoo, THEG Oev TTEpLEAPONGaY GTOV
VIOAOYIGUO HEGOL OPOL Kot LEGTG TYUNG,

SD: otafepn amdxiion (standard deviation)
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Al

Ewova 11.  AcBevng pe veppomadntikn kvotivoon (34) oe nikia 20
eTMV, 7 £t petd omd peTapdoyevon veepov. dotoypapio tov 1988, mpiv
mv évapén Bepaneiog pe kvoteapivn (National Institutes of Health Clinical
Center).
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Ewova 120. Katavoun vyoug appévev acBevodv pe HOGYELLO VEQPOV,
niiog 17-34 etov. To péco vyog eivar 148 cm.

apdpog
acbevov

110 120 130 140

Ewova 128. Katavoun vyovg INAéwv acBevav pe pooysvpa veppo,
niiog 17-34 et@v. To péco vyog eivar 137 cm.
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IMivakog 3a. Avantuén acOevov e KoTivoon pe LOGYEVLLA VEPPOD.
OoTtikn nAcio Kot dtapketa Oepameiog e KOGTEQUIVY.

Mepintoon Yyog Bépog Ooctikn E1n Ogpaneiog
/ @vro (cm) (kg) nhkio UE KuoTERNIVY
/ nlxkia (¢1m)

AocOeveig yopic Ospamncia

1 A 17 150 53 13

2 0 17 136 47 14

3 A 18 138 36 ---

4 0O 18 144 55 16

5 0 19 138 47

6 A 19 145 42 16

7 © 19 129 22 14

8 A 19 147 45

9 O 19 149 60

10 ® 19 146 36 17

11 A 20 129 33 16

12 A 21 140 41 15

13 A 21 161 43 14

14 A 22 142 30

15 A 23 148 29 17

16 A 23 146 31 16

17 A 23 149 45 18

18 A 23 129 38

19 A 25 151 53 18

20 O 26 117 22 13

21 A 28 146 46 19

22 0O 29 127 45

23 A 29 149 49 18

24 ©® 30 137 41 19

25 A 31 151 53 19

AocOeveig og Ogpomeio

26 A 18 170 57 16 11
27 A 20 150 39 15 2
28 A 20 144 42 16 2
29 0 21 129 46 13 4
30 O 22 149 42 14 4
31 @ 22 138 49 17 6
32 A 22 166 72 16 4
33 O 25 132 57 19 6
34 A 25 133 34 17 5
35 A 27 147 37 19 2
36 A 34 163 70 19 5
Hécog 06pog 144 44 16 5
péon tiun 146 43 16 4
SD 11 11 2 3

A: dppeveg, O: Onielg,
SD: otabepn amdxhion (standard deviation)
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Mivaxkag 3B. Avantuén acBevdv pe KuoTivoon pe HOGYEVILO VEQPOD.
Enineda xvotivng AeuKoKLTTAP®V TPV Kot KATA TN O18pKEL

¢ Oepameiog.
Mepintoon E1n Ogpaneiog Eningdo kvoTiviig AeUKOKVTTAP OV
/ @Vho UE KuoTERNIVY (nmol nui-kvotivig / mg apwTEivc)
/ nlxkia npwv TV évapén péon Tipn) 6vo
Ospanciog TELEVTOLOV ETOV
000sveig yopic Ospancia
1 A17 5 8,5 6,4
2 017 3 7,1 4,5
3 AIS8 4 8,8 4,1
4 018 3 12,4 9,2
5 ©19 3 6,8 7,2
6 AIl9 8 7,6 4,6
7 ©19 4 18,6 4,8
8 A19 4 15,5 8,3
9 ©19 11 17,4 14,5
10 ©19 4 7,3 7,2
11 A20 3 9,0 12,4
12 A2l 9 8,3 8,2
13 A2l 5 10,4 4,2
14 A22 7 13,8 8,9
15 A23 10 7,6 8,8
16 A23 8 6,5 6,8
17 A?23 6 17,7 6,3
18 A23 10 5,7 8,2
19 A25 4 7,0 9,4
20 ©26 9 10,0 5,3
21 A28 10 4,9 7,2
22 029 4 10,2 4,8
23 A29 5 13,3 9,2
24 030 8 8,5 5,3
25 A3l 7 17,0 6,1
AoOeveig o¢ Ogpoameio
26 A 18 11 4,1 0,7
27 A 20 2 2,8 0,7
28 A 20 2 13,4 2,1
29 021 4 13,0 2,7
30 022 4 4,1 2.4
31 022 6 9,4 3,3
32 A22 4 10,5 2,8
33 025 6 8,7 1,8
34 A25 5 7,6 1,3
35 A27 2 6,1 1,5
36 A 34 5 8.5 0,9
pésog 6poc* 5 8,5 1,8
péon tun’* 4 9,7 1,8
SD* 3 4,1 0,9

A: dppeveg, O: Onheig, SD: otabepny andkiion (standard deviation)
*: Tpég yud acBevelg o Oepamneia pe kKvoteapivn (acbeveic 26 £mc 36)
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96. Empimon veppikod pooyedpatog

H nlia katd v mpdtn petapocyevon veppol ntov S €og 19 £ (néon
nAkia 11 étm). Tpidvta évag acBeveig petopooyehonkay yo TpdTN POpa
petald 8 kat 15 etdv. Movov évag acbevng (Brian Lee C., acBevng 8)
ypeldotnke petapdoyevon o nAkia 5 etov. Téooepelg aoheveic
petapooyelnkay o nlikia aveo tov 15 (tepumrtooceig 1,21,28,30,31).

E& acBeveic petapooyevdnkav pe adlopooysvpo omd {dvta cvyyevn 601,
30 petapooyebnkayv pe Ttopatikods veppoic. 18 acbeveig ypetdotnkay
devTEPO HOoYKELLA Kal 3 acBeveic petapooyevbnkay yo tpitn eopd. [1évte
acBeveig fpiokovial o€ AOdIGAVOT HETA A SEVTEPT LETAUOCYKEVON
vEQPPOU Ko £vog acBevng BpiokeTon o€ apodtdAvon HETA omd TPito
puocyeL L.

IMivaxog 4. EmBioon pooysbuatog
Ap1Ouog and {ovTa MTOUOTIKOG aoBevelg oe
Metopooysvoemv cLYYEVN 00T VEQPOC TEYVNTO VEQPO
1 5 10 0
2 1* 17 5
3 0 3 1

*: n npd petapdoysvon and {dvTo cuyyevn 80T, N d£0TEPN HE TTOUATIKO VEPPO

H petapdoyevon and {ovro 00T REAvVIGE LVOTKOTEPN TOPELR Kot
paxputepn emiPioon. Xe pio povo mepimtwon n peTopOcKELON OTd {DOVTO
ovyyevn 00t anétuye. O Daniel S. (aofBevnic 11) petopooyedbnke oe nhikia
11 etV pe veppd amd v untépa tov. Katd 1 dibpkeia tov 5 enopévov
ETMV 1] VEPPIKT] TOL AEITOLPYIL EMOEVOONKE e AVATTVEN VEQPIKNG
averapkelng. H Broyio Tov vepukod HooyedIatog £€1EE KPLGTAAAOLG
Kvotivng. H opBaiporoyikn eEétaom g untépag kot to emineda g
Kvotivng AevkokvTtdpav emPePaiwcay v voyia KVOTIVOONS TN UNTEP
10V 060evoic, N omoia moTebeTAL OTL Eivan opoluy®dTNG Yo TV Ao,
evnAikov tHmov veppomadntikn Kuotivwon. Metd tn dedtepn
LETAUOGYEVOT, LUE TTOUOTIKO VEQPO, 0 ac0eVIC epeavilel tkavomomTiky
VEQPIKN Agttovpyia.

To mocoot6 emPiwong 30 TTOUATIKOV OALOUOGYEVUATOV, TO OTTOLN
petapooyevnkav petaln 1968 kot 1990 (néoo étoc 1979) Rrav 60% entd
£t petd tn petapooyevon kot 75% petd and pio nevtoetio. Ta mocootd
avtd gival vynAoTEPA TV dedopUEV@V Tov Evpomaikov Apyeiov Nepptkov
Mooyebpatog (eurotransplant) ywo ta 01 €1 (Ilivaxog 5.) (Ewova 13.)
(Thorogood et al., 1992).
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£t petd KLGTivooN eurotransplant

petopdoyELON 1971-75  1976-80  1981-84  1984-87
1 90 % 60% 62% 68% 90%
2 80 50 57 62 80

3 80 45 52 58 78

4 80 42 48 56 70

5 75 38 45 50 65

6 70 37 43 48 64

7 60 35 42 47

8 60 34 41 45

9 45 33 40

10 40 32 38

11 38 30 37

12 30 28 35

13 25 25

14 25 24

15 25 23

16 20 22

17 15 22

18 10 22

19 10

Mivakag 5. Ta moc0oTd eMPimoNg TOL VEQPIKOV LOGYELLOTOS (TTOUATIKOG

d0tN¢), o€ 19 £ Ko cOykplon pe To dedopéva Tov eurotransplant
Yo To 010 £T).
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n0c00TO
hertovpyodvrmy
VEQPLKADY
HOGYEVUATOV

o~ o

—

£ petd
HETCpOOYEVET

Ewova 13.

2Oykpron emPioong ToL VEQPIKOL HOoYEVUATOG LETAED
acBevov pe kuotivoon (Yordlleg oTnAES) Kot 0c0evdY TOL
eurotransplant (kdkkwveg otAeg). H kvotivoon kot 1
Oepaneio g dev emnpedlovv Vv emPimon Tov VEQPIKoD
LOGYEVUOTOG,.
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9¢. OpOoipomadera,

KpbOotarrot Bpébniav otovg kepatoeldeig 26 acbevav. Ta svpripota
Kopoivovtay amd amin evandbeon KpLGTAAA®V GTNV TEPIPEPELN LLEYPL
oAKoL Thyovg KatdAnyn (Ewova 14.). Avantuén copeidcewny otov
emmePLKOTA TOL POAPOD e EMEKTOGT GTOV KEPATOEWT| avamtHYONKE € 6
acBeveic. EEEAkmon mapatnpnOnke g évav acbevn| kat Sdfpwon og Evav
acBevn. [ldyvvon ™ ipdag pe evomdBeor KpuoTIAA®V TopatnpnOnke o
14 acBeveic. Evog acBevng eppdvice vedmiaota ayyeia oty ipda (Dean
H., acBevic 25) kot évag acBevig eiye pepPpdveg otnv ipda (Mark H.,
acBevng 23). Kot ot dvo avtoi acbeveig elyav omicOieg cuvéyeteg pe
eMemtikd oynuo kopne. Kot ot 6vo elyav ontikn o&htnra pikpdtepn and
20/100. AArowdoelg pakdv mapatnpriniay poévo oe Evav achevi).

2116 0pOaApIKES EMITAOKES TEPLAaUPAvOvTAL apopparyieg Kot AOUMDEELS.
Avo acBeveig (Daryl T., acOevng 12 kan Dale Stuart W., acBeviic 6) siyav
QLTOUOTES OLUOPPAYIES [LE CUVETELD TNV ATMAELN TOV 0QOaALO0D. Ze pia
TEPIMTOON M AKATACYKETN opoppoaryio Nty emmAokn pdektoung (Katherine
W., acBevg 9). Tpeig acbeveic eiyav 16T0p1IKd £pMNTIKNG KEPATITIONG LE
TAPN OMOKATAGTAOT) KOTA TNV 0pyIKN EEETOON.

H andAero g ontikng o&vtntog dpyloe oe nikia 10-15 etodv kot
eKOMADONKE e VOKTOA®TIO KOl ATMAELD TEPLPEPIKNG OpaonS. AT Tovg 36
acBeveic TG HeEAETNG, 8 glyov otk o&uTnTa pikpoTepT amd 20/200 og éva
TOVAGIOTOV Hatl. M1 emavopOmdoiun omdAELd, OPLOUEVT] O OTTTIKN
o&vmra ion n pikpotepn amd 20/40 yuo To pATL pe TV KaAbTEPN Opaomn,
napatnpnOnke o 10 acBeveis.

MMivakag 6. Ontikn o&unta o€ acBevelg ue/ywpig Bepaneia. Ot apdpol
ovTITpoc®rELOVY eEetocOiviec 0QHaALLODS KOl TOGOGTA Y10 TIC OV0 VITO-OUEdEC.

OTTIKN 0aoeveELg acBevelg

o&unta o€ KuoTEOUIVN yopic Oepomeio p value
20/20-20/16 12 (54%) 14 (28%) MX
20/25-20/32 8 (36%) 11 (22%) MX
20/40-20/50 1 (4,5%) 8 (16%) <0,1
20/60-20/80 - 4 ( 8%) <0,1
<20/100 1 (4.5%) 13 (26%) <0,1

MEX: pun onuavtikn
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H avopotoyévetla tov 300 vo-opdd®V OGOV APOPd TNV TOPEXOUEVT] LOTPIKT|
nepifolym AOY® S10POPETIKNG KOWVMOVIKNG TPOEAEVONG EIVOIL CTIUOVTIKT Kol
OM®WGONTOTE TPOTOTOLEL TNV KAWVIKN Topeia. ZOyKplomn Twv dV0 vo-
opdodwV, Ympig S10pHwON Y1 KOWmVIKOUS TopdyovTes, delyvel OTL ot
acBeveig og Bepamneia pe Kuoteapivn tapovstalovy PeATiopévn onTiKn
o&vnta Kot Ayotepeg emmAOKEG o€ cUYKpLom e acbeveic ywpig Oepaneio
(ITivoxag 6.).

Kaveig amd tovg acBeveig pe pooyevpa veppov dev givarl og Béon va aveydel
£VIOVO QOTIGUO M €kBeom 6TOV A0 Y®PIg KATAAANAN Tpootacia. Hrmog
BAepapocmacog, pwtopofia kot daxkpvppota Tapatnpidnkay ce 16
acBeveic. Yrepoapia tov emmepukodta, aichnon EEvov ocdpatog Kot
emipoveg ke@oAadyieg mapatnpnOnkav o€ tpeig acbeveic. Avo acbeveig
YPEWCON KAV TOTIKES £YYVOELS aAavTIKNG ToSivng (Botulinum) ko
alBavOANg Yo avoKouPLoT amd To PAEQOPOCTAGHO KOt TN GOTOPOPia.
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(o)

(B

Ewova 14.

Kpvotairotl kuotivng o€ Kepatogldn achevovg Le KoTivoon
(0) Ko omokatdotoon petd and Oepaneia 12 pnvov pe
0POOAUIKEG OTAYOVEG KLGTEAUIVIIG GLYYPOVOC

ue cvotnuatikn Beponeia pe kvoteopivn (B).
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96t. EvookpivomdOereg

Evap&n epnPeiog mapampndnke petad 14 ko 16 etdv oe 34 acbeveic.
Evag acBevg eppdvice onueia epnPeiog oe nikia 19 etdv kat évog GAAOG
dev €xel akopa eppavioetl onpeia epnPeiog oe nlkio 21 etdv. Evvéa
acBeveig (5 appeveg, 4 OMAeg) nhikiog dveo Tov 16 €10V gppdvicay
YOpaKTNPLoTIKE otadiov 3 katd Tanner. OAotl aviiKOLV GTNV OLAdO Y®PIg
Bepamneia pe kuoteapivn. Avo acbeveic £govv dtayvawcbel petd amd
KLTTOPOYEVETIKY] avdAvon pe cuvdpopo Kleinefelter (didvpotr Anthony kot
James de M., mepurtmoeig 15 kot 16 avtictoya).

Kaveig amd tovg acbeveig oe Oepaneio pe Kuoteapivn 0ev ELEAVIGE GTASO
Tanner 3 1 younAdtepo. Avckolieg otV eKomepUATIoN £X0VV OvopepOel
anod tpeig acbeveic. Avounvoppota kot S1atapoyég ToL KHKAOL
mopovcacOnkay oe OAEG TIg ONAelg acbeveic.

YmoBvpoediopndc dayvarcOnke oe 31 acBeveic: 22 yopig Oepancio pe
Kvoteapivn (88%) kot 9 og Bepamevtikng aywyn (81,8%). [1évte acbeveig
elyav IvooLMVOEEAPTMUEVO GUKYAPMDON SN TN, TPELS OO TOLG OTOI0VG
nooav og TakTiky Oeponeio e KuoTeapivn.

9C. Emi pépovug okereTIKES OroTOPayES

AHQOoTEPOTAELPN VEKPMOT] TNG KEPOANG TOV UNPLOLOV TOPOLGLAGONKE GE
pio acBevn (29) cav emumhok| ypoviag yopnynomng Koptikosteposdmv. H
YEPOVPYIKN avTIETOTION VINPEE emtuyns. H peteyyeypntikn mopeia
eUPaVIce eMITAOKES (0pyN EMOVAMOT) KOl LOADVGELS) Ol 0Toleg
avTOmOKPiONKAV GTN GLUVTNPNTIKY] OY®OYT.

Ynomhocio g dve yvabov, ayevesio v NOLOEO®OV KOYEA®Y, VTOTAQGTOL
TOV LETOTIOLOV KOATOV Kot ELATTOUEVT] TVELLATMOOT] TOV GOTNVOEWD0VS
dwmotddnkav og pia aclevn (24).

. Ileprpepuiy MvonaOero

Amdeka acbeveic eppavicay tepipepikn poomddeia. [Iévte acbeveig amd
toug 11 og aymyn pe Kvoteapivn tapovsiocav foapeld vrotovia pe HOIKN
o0 iom pe 3/5 (45%). Avtol o1 acBeveic NTav e BEom va VILEPVIKTGOVY
npofoiduevn aviictaon and tov £€Ta0TH LOVO GE Kivnom katd T opd
™ Bapdrag. Entd amd toug 25 acbeveic yopic aywyn pe kuoteopivn
elyav poikn oy ion pe 3/5 (28%). H évapén kat fapdtnta g puomadeiog
elyov YopaKINPIOTIKY GLoYETION He TNV NAkio kaBdg 6ot ot acBeveig pe
TEPLPEPIKN poomdbeta NTav nAkiog dve tov 20 eTov.
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90. ®apvyywn — Lapoyyiki) dvchertovpyia

Tprdvto mévte acBeveig eEeTdoOnKOV LE o) VTEPNYOYPUPIKES LEAETES KATA
TNV KATATOOT VYPAOV Kol 0TEPEMV Kal B) Baplovyo yedua. Avokatarocio
nmapatpnOnke oe 21 acbeveig (60%): déka Tpeig pe avemapkn Oeponeio
Kvoteapivng (54,1%) kar 8 and 11 o€ ayoyn pe kuoteapivn (72,7%). Ot
acBeveic pe dvokatamooiao eiyav Kol StoTapoyES POVNONG. AVTEG Ol
draTapayés ivar amotélecpa evamdheong KPUOTIAA®Y KVGTEIVIG GTOVG LLG
TOL AQpLYYQ, PAPVYYO, CTOUATIKNG KOIAOTNTOS KOl AVOTEPOL 01GOPAYOL
Kot SOVGAELTOVPYIOG TNG VEVPOUVIKNAG CUVOYNG TTOV YOPAKTNPIGTIK
TPOGPAALEL TOVG YAMOGIKOVE, TOVE OGN THPES KO TOVE TTEPVYOEOEIS UG
(Gahl et al, 1986, 1988).

Ot mopamdve acBeveig kotaveundnkav o€ 3 opdadeg avaroya e
Bapumta tov evpnuatwv. Ot acbeveig pe o Suoiertovpyia eppaviCovv
AALOIDCELS GTNV £VTOGT KOt ¥POld TS POVNG, OLOKATOTOGT0 TG ENPNG
TPOPNG KO OVOGTOAN TNG SVOKATOTOGIOG LE T ANYN VYPDOV KO UE EIOTKEG
TPOMOTIKEG KIVAGELS NG YA®oons. Katdroon Papiov yivetal puololoyikd.
To vrepnyoypaenua eivor cuvNBME PLGIOAOYIKO 1 OELYVEL NTTIEG AAAOLDGELS
NG KOTOTOTIKNG AEITOVPYIOG OTMOC EXAVOANTTIKEG TPOMOTIKEG KIVIGELS TNG
yA®oaoag (lingual pumping) Kot EKOVC1EG GUOTAGELS TOV VMV TOL EGAPOVE
NG GTOLLOTOPAPVYYIKNG KOIMOTNTAG, Ol OTOIES YOPAKTNPIOTIKE.
eneovifovtot Tpv TNV KaTdoTaon TOL VOEWOVE. OKTM acheVEIC aviiKovV
oTNV Kot yopio auty, 5 €K TV omoimv gival 6€ aywyn e KUGTEQUIVT Yo
HEGO YpovIKO dtaotnpa 83.6 unvav. H cuyvotnto Nmog Aapuyyikng
duoettovpyiag etvor yniotepn avdpueca ce acheveig oe Bepaneia e
kvoteapivn (5/11 1 45,4%) oe oyéom pe acbeveic yopic Oepameio (3/24 1
12,5%) (p<0.05).

Aocbeveig pe petpiov Pabpov dvsiettovpyio Ttapovoibdlovatl e EAATTOON
™G £vToong TG VNG, ducapdpia, ETAVEIANUUEVES EIGPOPNGELS, YPOVIO
Bya, aicOnua EEvov cdUATOG GTOV PAPLYYO Kol andAEL BApovg
piKpoTEPT 0o 4 yhidypoppo og dwdpkeo 12 unvov. H tpo®dnon g
TPOPNG GTOV 01G0PAYO givarl adhvatn yopic v cvyypovn AMym vypadv. H
HEAETN TNG KOTOTOTIKTG Asttovpyiag pe Baplo eivan puctodoyikn. Merén
KOTOTOTIKOV KIVIGEMV LLE DITEPNXOYPAPN L uropel va eival QLGIOAOYIKN M
EVOEIKTIKT KOOLGTEPNUEVIC EVOPENS OVTAVOKAACTIKMOV KOTOTOTIKAOV
KIVGEMV [LE CLVETOKOAOVON Alpvacn vypadv oTov edpuyya. Evpivn ypoid
™G POVNG KO EALATTOUEVOG TOVOG TOV GTOUATIKAOV LUV Elval Gy VA
evprjuato. Ewdikn| andieio YAwooikdv Kiviicewv £xel mapoatnpnel oe OAovg
Tovg acbevelg avTng TG Katnyopiag Kot TepAapPavet dtatapoayeg oTnv
EVTOMIOT, TAAYLEG EYKAPOLEG KIVIOELS KOl KUKAIKES YAWOGIKES KIVIOELS.
Evpnuata ta omola mapatnpndnkayv oe pepikodc acbeveig mepthapfavovv
YAOOGIKN OMOKAIGT), LUTKO VIOIGUO, EAATTOUEVT] 1GYD XEMK®OV HOADV LIE
AVIKOVOTNTO GUUTIESTG TOV XEEDV KOl SIOTOOTG TOV TOPEIDOV HETE OO
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TANPOOT TNG GTOUATIKNG KOAOTNTaG pe aépa. To televtaio ehpnua
amoteAEl YPNOILO KAVIKO OMUELD, 1) TOPOVGIO TOV 0010V TEKUNPLOONKE
emovelnupéva og 4 acbeveic antg g opddog ot omoiot dev NTav o€ Béon
va apupi&ovv Tapd Tig Evroveg mpoondOelég Toug. [1évte acbeveic mAnpovv
TO AWVOTEP® KPLTNPLO, 2 EK TOV OTOLMV NTOV GE Ay®YN LE KUGTEAUIVY Yo
péco ddotnuo 25,6 unvaov.

TOGOOTA
aclevoy

(5/11)

(7/24)

@/11)

(3/24)

(3/24)

(1/11)

HIITA METPIA BAPEIA

Ewova 15. EEEMEN papuyykng — Aapuyyikng ducAettovpyiag o€ 35
acBeveic pe pooyevpa veppod nhxiog 17-34 etmv. ZVYKPIoN TOGOGTOV
oLYVOTNTOG NG, LETPLOG Kol Bapelds duoAertovpyiog peta&h achevdv e
SPOPETIKN TPOSANYN Kuoteapivic. Ot yoldllec oTNAES TOPIOTOVY
mocooTioia arotedéopata o€ 11 acbevelg pe Taxtikn TpoOcAny”
Kvoteapiving yud 2 émog 11 €t (uéom TpocAnym S étn). Ot KOKKIVES GTHAES
Taplotovy anoteréopata o€ 24 acbeveig pe avemapkn tpdSAnNyM
KuoTeapivc.

H Bapeid papoyyo - Aapoyykn dvchertovpyio o acbeveig pe NK
EKONAMVETOL UE EAATTOUEVT] EVTOOT POVIG N OTMOAELL TNG POVNTIKNG
Aertovpyiog, oNUOVTIKES dlatapoyég otny EvapEn Kot OAOKANp®OT| TG
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KOTATOONG Kot OTOAELW BAPOVG Aved TmV 5 YA0Ypappoy avd £T0G.
[TaBoAoywd evpnuota oe peréteg pe Papio ivor TapovIa 6e OAOLG TOVG
acBeveig kot TEPIAAUPAVOLY MUVOCT 0TO YA®GGOETIYAMTTIONKA Pobpia Kot
OTOEOEIG KOATTOVS, LOVOTTAELPO HETAPOPE TOL PAMUOD, GTACT VYPAOV GTN
YAOOGOIKN EMPAvELD, KOBVOTEPNON GTN SLATOGT] TOL OVAOTEPOL OLGOPAYIKOV
COLYKTNPO KOl EAATTOUEVES TEPIGTOATIKEG KIVIOELS TOV O160(QAyov. AHo
acBeveig mopovsiacav eloppdenon Katd T dbpkela g perétng. H
KAMvikn e€€taom £0€1Ee AGVUUETPIO TPOCOTIKMOV LudV o€ 4 acbevels. OKT®
acBeveig meprAapufavovtal oTnV KoTnyopio 0T €K TV OToimV HOVOV EVag
aKoAovONnGe TV aymyn pe kvoteapivn ent 38 unveg (1/11 acbeveig,
1060010 9%). O1 Aourol 7 jcav 6€ avemapkn| aywyn pe kvoteauivn (7/24
acBeveic, 060610 29,1%). Evag acBevig avtig tng xatnyopiog mébave oe
nikio 22 etdv PeTd and ETAVEIAUUEVES TVEVLLOVIKES EIGPOPTCELS
(nepintwon 14). H mpdodog o€ Papetd papuyyikn — Aapuyyikn
duoiettovpyia kabvotepel oe eviAIKeS 0o0eVEIS e LOTKELUA VEPPOD GE
aywyn pe kvoteapivn yua 2-11 émn (Ewova 15.).
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9. Kevrpké Nevpikoé Xootypo

Eykepaiun atpopio dtayvmcOnke pe a&ovikn topoypaia o€ 25 amd toug
36 acBeveic. Ta KOplo evpPHUATA NTOV OLEVPLVOT| TOV EYKEPUMKDY
aLAGK®V Kot O1dtacn Tov Kooy, OKT® acbevels Tapovsiocay e0Ties
evandbeong acPeotiov ot factkd YayyAlo Kot TIC TEPIKOIMAKES TEPLOYES.
AvTég o1 aAlo1doELg etvat cuyvaTEpEg o€ NAklopévoug acBevels. Téooepelg
and toug 8 acbeveic o1 omoiot pedvicay eotiec acPEéoTmong £xovv NN
anofiooetl. Apeotepdmievpn evidmion mopatnpndnke o€ 4 (Dan B.,
acBevng 14, Craig L., acBevic 18, Rebecca B., acbevig 22, Ruth H.,
acBevng 24) kot povomievpn oe 2 acBeveic (adelpoi William kou Keith X.,
acBeveic 13 kot 34 avtiotoiymg). LTkt evamdbeon ot yépupa
napatnpnOnke oy Ruth H. (acBevnc 24). Ot acBeveic pe evomdbeon
alatwv acPeotiov Nrav 22 g 29 etwv. EvandOeon acPectiov
napatnpnOnke poévo oe acbeveig pe eykepoaikn atpoeio. Avo and tovg 11
ac0eveic e eLGLOAOYIKT aEOoVIKT TopOYpaPia Kot 9 amd Toug 26 pe
TafOAOYIKE EVPNUATO NTOV GE OYWYN LE KVGTEOUIVT).

Hlektpogykeparoypapnpata Eywvav o 15 acbevelg kKot povov 2
TOPOVCIOCOV AVOUOAIEG 01 omoieg TepleAduPavay un e01Kd puktd 0 Kot o
kOpotoa (Marla H., ac6gvic 2 ko Lana T., acBevig 10). Métpla atpogio
TOL PAO100 TOV EYKEPAAOV TOPOTNPNONKE Ko 6TIC OVO TEPIMTMOCEL.
Movnpelg Tapodkég aryég KOTAYPAONKOV GTO NAEKTPOEYKEPAALOYPAPTLLOL
evog aoBevoic e LGLOAOYIKT AEOVIKN TOHOYPAPia Kol Y0Pig 16ToptKd
onacpmv (Spencer G., acBevig 3).

Nontikr| kabvotépnon tapatnpndnke oe 7 acBeveig (1 oe aywyn pe
Kvoteapivn ko 6 yopic Oeponeia). EEL and avtodg mapovsiocav evosi&elc
gyke@aAkng atpogiag. Ta kdpla otoryeia Tov 16TOPIKOD Eivar Ta €ENG:

AcBevng 18: avéntuEe omaoTtiky mapdivon kot omefimoe o nlkia
26 g10Vv.

AcBeveig 4 ko 19: mapovciacay pETpla dtoTapoyn TG LVNUNG Kot
™G YVOoTikng Asttovpyiag. H acBevnic 4 giye puolohoyikn a&ovikn
TOLOYPAPi EYKEPAAOV.

AcBevig 7: gppdvice delktn vonpuoshvng ot YoumAdTepa HETPLOL
emineda g KAlpakag Wechsler yio a&toAdynon g vonposvvng o
eviAikec. H omtikn pvfqun frav oxeddv puotoroyikr. [apakorovbnon emni
36 unveg dev £de1&e emdeivaon. AEovikn Topoypagio £3€1Ee d1byvTn
EYKEPOAIKT] ATPOPiaL.

AcBevng 10: mapovcioce Papeld COUTTOUOTO ATMOAELNS YVOOTIKNG
Aertovpyiog.

AcBevng 23: mapovcioce PETPLO ATMAELL VONTIKAOV tKavotTov. H
aEoVikn Topoypaio £3€1E€ EKGECUAGLEVT SLUTACT] TOV TAXYi®V
EYKEPAAMKAOV KOIAMMVY KOt O1EDPLVGT TOV OVAAK®OV.
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AcBevnc 27: epeavice oplakod OEIKTN VONLOGLVNG (TPOPOPIKN
ar6doon=80%, mpaxtikn=72%) otnv 51 ekatootiaio OEon Kot dotapayég
™G HVIHNG.

9. T'ootpevrepké cvoTNpRO

Tpeig acbevelg yopic Oepaneia pe kvoteapivn (acbeveig 15, 21, 24)
ndoyovv amd ypdvia dSippota, SIUPKELNS Ave TV TEVTE ETOV. e pia
nepintwon (24) anedeiydn dvcamoppoenon Prrapivng Bz pe younid
emineda Prrapivng Bz (135 ng/L xatd ™ didyveon). H dudyvoon
texpnprodnke pe Schilling test. Ta gvprjpato Katd TV 0QOAALOAOYIKN
e€etdon Ntov copPatd pe ontikn vevpomdBela, 1 onoia eival yvmoTn
emumAokn ¢ avemdpkelog g Prrapivng Bz (Theodoropoulos, 1998a).
Mepkoi aoBevelg eppdvicay Nria S16yK®oT TOL HTOTOS 1 ALENUEVAL
EMIMESO TPOVSAUVOGAOV TOV OUILATOG Y®PIG AAAN £VOEIEN NTTATIKNG
duoettovpyiag 1 TepAITEP® EMIEIVOOT PETE amd paKpoypoVIa
nmopakorovdnon. Iaykpeatikn dvoiettovpyia TG EvOOKPIVONS poipag £xel
avapepbel otn PpAoypaia aAld dev dlomoTOONKE 08 KavEva omd Tovg 36
acBeveic.

[Naotpoorsopayikn maivopounon Ppédnke oe 25 acbeveig (18 ywpic
KLGTEOUIVI Kot 7 o€ aymyn pe kuoteapivn). H didyvoon €yve pe éleyyo
Tov pH 610V AVDTEPO KOl KOTOTEPO 01G0PAY0 o€ 12 Ko pe Paptovyo yebpa
oe 18 aoBevelg. Oetikn avTomdKpIoN TOV CUUTTOUATOV GE SOKILOGTIKN
Oepancio pe avactoleic ¢ avtiiog tpotoviov (operpaloin 1
AavoompaloAn), VTOGTAPIEE T O1dyvmoT € GAOVG TOVG aGOEVEIS
(Theodoropoulos et al., 1999a). Eikoot évag acBeveig eiyav omcbootepvikng
Kavcalyio, kool TEGGEPEIS EMAVEIMUUEVES AOUMEELS TOV AVATEPOV
OVOTTVELGTIKOV KOl EVVEX LITOTPOTLALoVGa TVELHLOVia, oo Kot xpOVIo
Byxa. H cvpuntopatoloyio g yooTpOOIGOQAYIKAG TAALVOPOUNONG GTOVG
acBeveic avTg ™G oePlS Elvol TAPOUOLN LE QTN TOV YEVIKOL TANOLGHOD
(Theodoropoulos, et al. 1999b). Inpavtikn Bertioon £wg eapdvion Tov
CLUTTOUATOV TapaTnPOnKe 6 OAOLG ToVg acbeveilg Tov Tpav

VOO TOAELG TNG OVTALNG TPp@TOVIMV.

9p. Kopowayysrokd cootnua

Aexatéooepelg acbevelg Bpiokovian oe avtibmeptactky) aywyn. [1évte
acBeveig eiyov cvoToAKo PVonua 2/6 Babpov kot évag acbevig elye
OLGTOAIKO PuoNua 5/6 Babuov. Avo acbeveic Bpickovtal e aywyn ue
daxturitidoa. Olot avépepav dvomvola petd amd doknom. Avo acOeveig
£XOVV 16TOPIKO KAPOIKAOV OVOKOTMV GUVETEIN NAEKTPOAVTIK®OV
dTapaydv. Agv VIAPYOLY OEGOUEVA Y10 TIG IOTOAOYIKEG OALOIDGELS TNG
KapOlG 6TV KLOTIVOON.
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Iry. Yoyoroykéc oratapayés

Enté acBeveic mdoyovv and ypdvia katdOAlwyn. Ta kdplo copmtdpato etvot
evepebiototTa, EAAEYN awTomemoidnong, avopelia ko admvia. ATomepeg
avTokToViag dev avapépOnkav. Katdypnon vopkotik®v ouciov
(napryovdva) €xel tekunplobel og Evav acBevr|. EEL acBeveic éxavay yprion
TOPOUCKEVAGUATOV EVOALUKTIKNG 10TPIKNG 1) opotomadntikng. Kaveic and
TOVG €MTA 060eVEig dEV NTAV GE YPOVIA OY®YN LE KLOTEAUIVT).

99. Emayyelpotiki, 01KOYEVELOKT] KOl KOIVOVIKI] KOTAOTOGT)

[Mnpogopieg Nrav dwabéoipeg yia 31 acbeveig (Ilivakag 7.). Tpeig
aKoAovBoVV avadtepn axadnpaikn kappiépa (latpikn, PappokevTiKn,
Mnyavikn). Aéka tpeic elvar omovdaoTtés o€ 10pOUATO AVTIGTOLYO TNG
nAkiog Tov. Evoexa acOeveig amacyolovviatl o€ TEXVIKA 1 VTOAANAKG
EMOYYEALLATO TTA|POVG 1 LEPIKNG ATACYOANONG, LLE 10101{TEPN TPOTIUNOT GE
0OYOMEC TOL ATOLTOVV YPTNOT NAEKTPOVIK®OV LITOAOYIGTOV. MOVo 4
acBeveig (13%) Nrov avikovol va epyactodv Yo AOYoug vyeing Le
ONUOVTIKOTEPO TPOPANLLO TOV TTEPLOPIGUO TNG OTTIKNG 0EVTNTAG. AVTOl O1
acBeveig eiyav ontikn o&utnta pikpotepn amd 20/100. Tpeig aceveig etvan
VOLQELUEVOL Kot it 0.c0evIg etvan umtépa €vOG LY100G viiov.

Hivakoc 7.  EnayyeAuotikn-Kowevikn katdotoon acfevov 17-34 stov

o€ aymYN

ue Kuoteauivn Yopic aywyn
KON UOTKEG OTTOVOEC 3 0
EKTOOEVTIKO {dpvpaL
avTioTOor 0 TNG NAKiag 5 8
TEYVIKOT-VTTAAANAOL 3 8
dvepyot 0 4
avemopKn otoryeio 0 5
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10. AIHOTEAEXMATA THX MEAETHX TQN AXOENQN
ME EITAPKH NE®PIKH AEITOYPI'TA

100. ITAnBvopdg

Avt n opdoa teptrappavel 41 acBeveic nAikiog 9 unvov éog 15 etdv.
OLot &govv emapkn vePpikn Aettovpyia kai fpiokoviol o aywyn He
Kuoteapivn amd v ddyvoon tove. Tpravta évag acbeveic (75,6 % tng
opnadag) dtyvosOnioy oto dVo Tpota £ TG (oNg oe cvykpion pe 18 and
toug acBeveig pe pooysovpa veepov (50 % tng opdadag). Ent mAéov 6Aot ot
acBeveig avtg TG opadag elyav d1ayveoBel Tpv T GLUTANP®GN TOV 70V
€10V ™G NAKiaG, evd Y1d TV 1010 nAkia 31 acBeveig pe pdéoyevua veppov
elyav dyvooet (86.1 %). H péon nAikia didyvoong gival pukpdtepn and 2
£t pe otabepn andxkion 1,36 £t Ko eivor oNUOVTIKA pukpoTEPN od T
péon nikiao didyvomong tov 3,2 etdv 6Tovg ac0eveic e LOGYEL LD VEQPOD
(otaBepn amdxion 3,6 £1n) (Ewdveg 10 won 17.) (ITivakag 2.).

H dudpkera yoprynong kvoteapivng otoug 35 acbeveig pe GUUUOPP®O
Kopoiveron amd 8 unveg (acbevig 2E) émg 14 £t (acbevig 39E). H dudpreia
YOPNYNONG KUOTEAUIVIG EKPPACLEVT] ®G TOGOGTO ETOV LMONE KLHOIVETOL
an6 21% (acBevig 14E) émg 93% (acbevng 39E), pe péomn tiun 53%.

E& acBeveic yopic emapkn cuppdpewon epueavifovv averopkn TpOGANYN
KLGTEAUIVIG, OTMOC OTOOEIKVIETOL OO ETAVEIAUEVOLS TPOGIIOPIGHOVS TG
KLGTIVIG TOV AEVKOKVLTTAP®V. AVOo amd avtovg elivan nhkiog KpoTepNS
TV 2,5 etdv. Or Aowmot 4 elyav IKOVOToOMTIKY TPOSANYN KLGTEAUIVIG Y1d
TeEPLOOOVG 7 UNVAOV £1G 6 ETADV.
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Ewova 16a.  AcOevic 7 etdv pe emapKn ve@pikn Asttovpyia Kot
KOVOTOmTIKY TPOSANYN kvoteapiving (19E).
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Ewova 16B.  AcBeviig 7 €10V o€ aywyn pe Kuoteapivn pe
PLG10A0Y1KO VYOG Kot Bapog (nepintwon 19E).
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Ewova 17. Hlia katd ™ didyvoon og: o) acbeveic pe veppikn
emaprele, nAkiog 9 unvov €og 15 etdv (yoralieg otieg) kot ) acBbeveig
ue pocyevpa veppov, nhikiog 17 £oc 34 etdv (KOKKIVES GTHALS). XNV
nepiodo 1978-1994, 75% tov acBevav, dayvoctnkav péca ot 600 TpdTo
xpovia TG (ong og obykpion pe v mepiodo 1959-1976 katd v onoia
50% 1oV acBevav dayvocOnkav oty TpdTn detia TG Lone.

OMot ot acBeveig mov yeviOnkav petd to 1978 giyav dtayvoodel mpiv
cuumAnpwot Tov R3O0V £Tovg TG NALKiag Tovs. Evoeka to1g exatd Tmv
acBevav mov yevvnOnkav mtpiv 1o 1978, dtayvdcOnkav o€ niikia
LEYOADTEPN TOV 7 ETMV.
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IMivaxog 8.  AcBeveig e xvotivoon kot veppikn enapkela (E)

[epintwon niia Kpeatvivy TPOGAYM
-pOAO £€m-unveg  oppov (mg/dl) KUGTEAUIVIG
1IE © 0 9 0,6 -
2E A 1 7 0,6 +
3E © 2 1 0,6 -
4E © 2 5 0,5 2+
SE A 2 7 0,7 2+
6E A 2 9 0,6 2+
7E A 2 11 0,7 +
8E A 3 5 0,7 +
9E A 3 6 1,1 -
10E ® 3 7 0,7 2+
11E A 4 0 0,6 2+
12E © 4 6 0,9 2+
13E A 4 9 0,7 +
14E A 5 4 0,7 2+
15E A 6 1 0,8 2+
16E © 6 ©6 0,8 +
17E © 6 9 0,9 +
18E © 6 10 0,9 +
19E © 7 5 1,6 2+
20E ® 7 7 0,8 +
21E A 7 9 2,4 -
22E © 7 10 1.4 +
23E © 7 11 1,0 +
24E © g8 1 0,7 2+
25E © 8 7 1,0 2+
26E A g8 8 1,1 2+
27E A 9 1 1,0 2+
28E A 9 4 0,9 2+
29E © 9 9 1,2 2+
30E © 10 2 2,0 2+
31E A 11 1 3,0 2+
32E A 11 4 2,2 2+
33E A 12 7 1,9 -
34E © 12 8 2,2 2+
35E A 13 2 2,0 +
36E © 13 3 1,2 +
37E © 14 5 1,2 2+
38E © 14 9 1,7 -
39E A 14 11 0,9 2+
40E © 15 0 1,2 2+
41E A 15 2 1,8 +

2+, IKOVOTOMTIKY TPOSANYM (H€on Kuotivn Agvkokuttdpwv <1 nmol nuicewg

KLoTIVIIG/ME TPOTEIVIG)
+, pepikn TpdoAnyn (1éom kvotivn Aevkokvttdpmv 1-2 nmol nuicemg

Kvotivng/mg Tpmteivng)
-, AVETOPKNG TPOGANYT| (L€OM KLGTivI AgvKokvTTdpmv >2 nmol nuicemg

KLGTIVIIG/ME TPAOTEIVIG)
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10B. Avamtogn

Evdexa and tovg 41 acbeveig (26,8%) £xovv Dyog peta&d g Sng kot 95ng
ekatootiaiog 0&ong yud v nAkio tovg. Mévo 600 acbeveic nAkiog 17-34
ETMOV HE veQpko pooyevpa Bpédnkay va £xovv Kyyog HeTa&d TG Sng kot
95n¢ exatootiaiog (5,5%) (p<0,01). H yevikn gppdvion tov acBevaov
nAkiag 1-15 etdv eivar onuavtikd BeAtiopévn pe KOAOTEPT) LLOCKEAETIKN
dugmAao, Bépog avdAoyo TS NAKING Kot UGIOAOYIKT KOTOVOUR AITovg
(Ewova 16 kat ewoveg 7, 11 ko 26 mpog oOykpion). Kaveic and tovg
acBeveig nAciog 1-15 etdv dev gival og Ypdvia aymYT| [LE KOPTIKOGTEPOELDT.

Tpuavta acBeveig (73,2%) eiyov VYog YaUnAOTEPO TG SNG EKATOCTIONNG
0éonc y1d v nAkia, Kot TNV 0AOKANp®o™ NG HeAétnc. AcBeveig pe Hiyog
YOUNAOTEPO TG SMG ekatooTioiag BEong Nrav: 24 amd tovg 35 acbeveig e
KOVOTOMTIKY TPOSANYN Kuoteapivng (68,5%) kot 6lot ot acBeveic pe
avemapkn tpdsinym (100%). Eivar a&roonueioto 6ti o1 acbeveig pe vyog
YOUNAOTEPO TNG SMC ekatooTioing BEoNC £youv HEGO VYOS GNUOVTIKA
VYNAOTEPO TOV LEGOL VYOV AGHEVAV LE LOGYEVLLA VEQPPOD GE OVTIGTOLYES
NAIKieg Ko Tapovotdlovy oNUAVTIKEG TAPOOIKES PEATIOCELS e
AVOUEVOUEVO TEMKO VYOG peyaAvTePO amd 145 cm yid dppeveg ko 135 cm
yia el (Ewkova 18 kat ewova 12 mpog ovykpion).
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VYOG 951 ekatooTIiO
(cm) 0¢on

51 ekatooTIRiO
0som

190 -
180 -
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110 +
100 -
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80 -

70 -

6 0 T T T 1

nakia (étn)

Ewova 18a. Méoo Hyog 20 appévev acbevav pe Kuotiveoor, nikiog 1
£10VG £m¢ 15 etV €TV pe TPOSANYN KuoTeapivng omd To TPdTo £T0¢ (MG
KoL ETOPKN VEQPIKN Aertovpyio. METPNGELS KATA TNV OAOKANP®GCT TNG
HEAETNG.
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Ewova 188. Ywyoc 21 Inréwv acBevav pe NK, nikiog 1 étovg émg 15
ETOV e TPOSANYN KLGTEOUIVIG O TO TPADTO £T0G (MG KOl EMOPKT
ve@pikn Aettovpyio. Metprioelg Katd Tnv oOLOKANpwon NG LEAETNG,.

66



vyog
(cm)

165
155 - 4
145 - -

135

125 - u
115 - .
105 -

95 - m

85

75 ®

6 5 T T T T

nuxia (€tn)

Ewova 19.  Avéantuén og acbeveig pe kvuotivoon.

pooyevpa: Méco Hiyog aslevav pe POGyELIA VEPPOD Kot HECT] dLAPKELDL
xopNyNomg Kuoteapivng pukpdtepn amd 5 £tr. Avadpopkd ctoryeio amd 36
acBeveic pe €rog yevnoewg and 1959 éwg 1976. Iepthappdvovron 25
acBeveig pe avemapkn TPOGANYN KLGTEAULIVIG KATO TOVS TEAEVTAiOVG 24
UNVESG TNG TOPAKOAOVON GG TOVG (KOKKIVOL TETPAY®VOL SETKTEC).
Kvoteapivi: Méco Dyog acBevav pe Evapén Beponeiog e Kuoteapivn 6to
TPAOTO £10¢ {MNG Kot EMapKT) VEQPIKT| Aettovpyio. Avadpopkd ctoryeio omd

67



41 aoBeveig pe érog yeviioewg and 1978 éwg 1994. Teprhapfaver 6 acbeveig
HE avemapkn TpOcAnyn Kvoteapivng (YoAdllot oTpoyyvAol OEIKTES).

10y. Oporootacn acfeotiov

Evdexa acBeveig Bpiokoviat og aymyn pe acPéotio. Okt glyav apyicet v
npdoANy” acPeotiov Tpv v aEloAdynor| tovg oto EGvikd Ivotitovta
Yyelag. Tpeig acBeveic apyioav aywyn pe aoPEéotio Katd ) dbpkela
voonAeiag yid TeTavikovg onacpovc. Tpidvia oktd acbeveig Bpickovion o
ay®yn He eoc@opo kot 35 oe aywyn pe Prrapivn D. Brrapivn D
yopnynOnke Katd ™ ddpkela TG LEAETNG MG STDOPO-TAYVOTEPOAN GE
docelg 125-500 pg/mpépa 1 1,25-6108po&u-yoAnkaAcipepdin (KaActTplodn)
o€ 00oe1g 0,125-0,5 pgmuépoa.

Enineda 1,25 d1tvdpo&u-Prrapivng D Bpébnkav avénuéva o 18 and ta 36
moudd, 16 nlkiog kKato tov 9 etdv. Ta enimeda g Tapadopprovng
Bpédnkav avénuéva o 10 and 37 modd, 2 pukpodtepa twv 9 etwv. Agv
napaTnpOnKe cvoyétion avdpeca o avénuéva eninedo Prrapivng D kot
avénuéva n petopéva enimedo mapabopuovng. Ewkoot oktd and 37 modid
etyav Adyovg cAMP/GFR dvo tov 6 nmol/dl, pe pusroroywd dpia 1,6 mg
4,9 nmol/dl. Agv mapotnpnOnke Kopio GLGYETION AVALEGH OTO ETITEO
napadopprovng aipartog kot cAMP ovpwv.

Agdopéva cvykevipodnkav and 41 moudrd pe NK yuo cuvorwkd 216 €
mapoakorovdnong. Ot tipég tov Adoyov UCa/UCr mov mapatnpndnkav noav,
ave&apTNTOG NAKIAG, VYNAOTEPES TOV AVAOTEPOL PLGLOAOYLKOD Opiov, TOV
etvar 0.76 mmol acPeostiov/mmol kpeativivng (Ilivakag 12.) (Stapleton et
al., 1983). Aev mapoatmpnOnke kopio onpovtikny dtapopd oty 24mpn
anékkpion acPectiov petadd Tov aclevav 6e aywyn Le acPECGTIO KOl TOV
acBevav mov dgv Emaipvav acBéotio. H péon tiun veppikng amékkpiong
ewcpopikav/kpeatviviig (UPO4/UCr) mapovciace YpouKy ELATTOoN
petadd 1 kan 10 etdv kon Tapépeve otabepn oe nhikieg dvo tov 10 eT1dv.
Oleg avtég ot Tipég elvat 2 £mg 4 POPES OVMDTEPES TOL PLGLOAOYIKOD
(ITivaxag 13.) (Thalassinos et al., 1970, Nordin et al., 1960).
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Ewova 200. Amnéxkpion acPeotiov / kpeatvivng (mmol/mmol) ce obpa
acBevav pe kvuotivoon og oyéon e v nAkio. H veppikn anékkpion
acPeotion / kpeativivig e mmol/mmol vwoloyicOnke yid kabe ypdvo yio
41 moudid pe xvotivoon nikiog 9 unvov-15 etov. H péon tipn ko to
otafepd ocpaipa péong Tiung (standard error of the mean) avamoapiotdvTon
v KaOe £€10G. Ot apBpol otic TapevBEoelg avTimpoconevovy acheveic yid
TOLG 0moiovg VIMPYaV dradéctpa dedopéEva Yl To avtiotoryo étog. H
YPOUUUOGKLIOGUEVT] TTEPLOYT TOPLGTO TO PLGLOAOYIKO EVPOS TILAV, TOV ELvat
< 0,76 mmol/mmol (Stapleton et al., 1982). H e&icmwon g evbeiog yié Tipuég
niiog pkpotepng and 9 £t givar y= - 0,154y + 2,27. Ta copPora: o, +
Kot ++ aVTIoTOY(0VV OTIC HECEG TIHEG OMEKKPLONG AoPEcTion/KpeatTivivng Yid
TIG opadeg ywpic veppacPéostwon (0), pe pnétpa veppacsPéotwon (+) kot
Bapetd veppacPéotwon (++) y1d Tig avtioToryeg péceg nMKiec.
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Ewova 20B. Amékipion ooc@opik®v / kpegatvivng (mmol/mmol) o
oVpa 41 acBevov pe Kvotivoon oe oyéon pe v nlkio. Kédbe onueio
AVTUTPOCMOTEVEL TN LECT TIUN Y1d TV NAkia Kot 1 avtictoyn pafdog to
otafepd opaipa péong Tiung (standard error of the mean). O apBOudg
acOEVAOV TOL GUVEIGPEPOLY JESOUEVA Y14 TOV VTTOAOYIGHO TNG LECT|G TIUNG
Y14 kéBe £tog diverar oe mapevhéoels. To PuG10A0YIKO EVPOG TILMV
TOPIGTATAL [LE TN YPOUHOSKIOoUEVT TEPoy]. Pucloroyikés Tiuég <2,26 yid
1-3 ém, <1,43 14 3-9 &1, <0,89 y14 9-13 £ ko <0,7 mmol/mmol y14
ool dveo tov 13 etdv (Thalassinos et al., 1970, Nordin et al., 1960). H
eElowon g evbeiag yid nikieg 1-10 etdv eivon y= - 0,52y + 8,20. Ta
cLUPoOAa: 0, + Kot ++ aVTIGTOLYOVV OTIG HEGES TIUEG ATEKKPLONG
POOPOPIKAOV/KPEATIVIVIG Y18 TIC OUAOES YmPig veppaoPéatmaon (0), e
pétpla veppacPéotmon (+) kot Bapeld veppacPféotmon (++) yid Tig
avtiotoryeg péoeg nMkiec.
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Ewova 21.  T'wopevo anékkpiong acPeotiov / Kpeatvivng emt
PWSPOPIKAOV / kKpeatvivng og 41 acbeveig pe Kuotivoon oe oxéon pe v
nAkio. Kabe onueio avimpocsmonevel ™ péomn Tun yid v nMkio Kot 1
avtiotoyn papoog to otabepd cpdipo péong tiung (standard error of the
mean). O ap1Ouog ac0evdY TOV GLVEIGPEPOVY OEOOUEVA YL TOV
VIOAOYIoUO TNG HEOG TIUNG V1A KGO £T0G divetan o mapevOéoelg. H
eElowon g evbeiag etvar y=- 0,768y + 11,906. Ta cOppora: o, + kot ++
AVTIGTOLYOVV OTIG LEGEG TIUES OmEKKPLONG acPeotiov / kpeatviving X
POOPOPIKAOV / KPETIVIVIG V1A TIG ORLAOES Ywpic veppacPéotwon (0), pe
pétpla veppacPéotmon (+) kot Bapeld veppacPféotmon (++) yid Tig
avtiototyeg péoeg nMkiec.
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IMivokac 9.  AocBOeveic ue ve@pikn EmQPKELO.

[epintwon Hpepnow xoprynon vit. D** PTH = cAMP/GFR
-pUAO-NAMKio Ca P vit. D* opoy  0pov
(pg/ml) (pg/ml) (nmol/dl)

1IE ©® 9 unveg - - - 46 <7 12
2E A 1 érog + + + 820 40 9
3E @ 2 ém - + + 78 14 26
4E © 2 - + + 110 44 12
SE A 2 - + - 52 30 12
6E A 2 + + + 69 17 11
7E A 2 - + + 88 35 14
8E A 3 - + + 275 14 14
9E A 3 + + + 84 85 11
10E ©® 3 + + + 130 23 5
11E A 4 - + + 84 23 3
12E ©® 4 - + + 140 11 6
13E A 4 + + 78 23 9
14E A 5 - + + 76 32 6
15SE A 6 - + + 120 35 7
16E ® 6 - + + 86 61 16
17E ® 6 - - + 84 32 4
18E ® 6 + + + 86 47 14
I19E ® 7 + + + Al 259 10
20E ® 7 - + + All 95 12
21E A 7 + + + AIl 71 7
22E © 7 + + + 67 380 8
23E ©@ 7 - + - 78 34 6
24E ® 8 - + + 100 16 6
25E ©® 8 + + 110 23 3
26E A 8 - + + 67 24 AIl
27E A 9 - + + 78 19 8
28E A 9 - + - 69 45 8
29E ® 9 - + + AIl 110 9
30E ® 10 - - - 53 63 10
31E A 11 - + + 57 289 7
32E A 11 - + + 74 445 14
33E A 12 - + + 38 <3 5
34E ©® 12 + + - 57 186 5
35E A 13 - + + ATl 93 14
36E ©® 13 + + + 69 115 11
37E © 14 - + + 54 95 5
38E © 14 - + + 68 85 5
39E A 14 - + + 130 17 4
40E © 15 - + + 66 117 6
41E A 15 + + + 68 35 6
QuoloAoYIKéC TILEC: 20-76  10-65 1,6-4.9

E: acBevig pe veppikn endpketa, e Tpaipn Evapén Beponeiog pe kooteapivn, ALl dev
npocdlopicOnke, yopnynon vit D*: dtbdpotayvotepdin 1 kaAottptodn, vit D** opov: 1,25
S1dpo&v-Prrapivn D, PTH: mapabupogidng oppovn, cCAMP: kokhikd AMP, GFR: pvOuodg
onepopatikng dmdnong (glomerular filtration rate)
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106. NegpaoPéotmon

Ta 41 Tondd avig g pedétng eiyav kpeatviv oppov omd 0,6 Emg 3,0
mg/dl (ITivaxag 11.). Ewkoot oktd (68%) mapovsiocav avEnpévn nyoyévela
TOV VEQPIKOV PAO10V. Agv VN pEe Kapio GLGYETION OVAUESH G OWTO TO
hpnUa Kot TN VEPPAGPRESTOON TNG LLEADOOVG Hoipag, 1 omoia
napatnpnOnke og 26 Toudid (63%). Aéka okT® TAdd iyov petpiov fabpov
gvpnuata veppacPéotmong kat 8 Papeld veppacsPéctmon.

NeppoMbBioon mapoatnpndnke o 5 mandid, OAa Ave TV 6 eTdv. ATd Ta. 5 pe
veppolbiaon, 3 elyav perpiov Babpov kat 2 Papeld veppacPiéotmon
(ITivaxag 10.).

E& acBeveic and tovg 26 pe veppacPfeostwon n/kat veppoiBioon elyav 1-5
gpubpokvTTOpa avd ontikd Tedio ota 0vpa, oE GVYKPLoT e 6 amd Tovg 15
Yopig veppacPéotwon 1 veppoiBiaor. H apatovpia dev eiye kapio
OLGYETION UE TN VEQPPOoPESTOOT).

Agv mopatnpnOnke kapio GVoYETION AVALESO GTNV TPOGANYN AGPECTIOL,
Qeo@opov M Prropiving D kot v avantuén veppocsBéotmong. H mpdsinyn
KUGTEOUIVIG, TEKUNPLOUEVT] e EMMEON KVOTIVIG AEVKOKVTTAP®V, eV
emnpéace TV avantuén veppacPEéotmonc.

Koatd v emickeyn yio vrepnyoypapikd EAEYYO0, 1| LECT TN KPEATIVIVIG
oppov (+ otabepn andkkAion) oty opdda yopic veppacPéstwon ftav 1,0
+ 0,7 mg/dl (90 + 60 umol/l) o oOykpron pe 1,3 + 0,5 mg/dl (110 + 40
pumol/l) g opddag pe pérpa kot 1,1 + 0,5 mg/dl (100 + 40 umol/1) yia Tovg
acBeveic pe Papeld veppacPéotmon.

H ovyvomta ko n Bapvmto g ve@pasPEoTmong TG HLEADOOVS Hoipag
nrav avénuéveg pe v nhkio. H péon niwio katd v eEétaon e
vIEPNXOLG TV 26 acBevov pe veppacsBéotmon ftav 9,4 (+ 3,8) ét (+
otafepr| amdKKALo™) Kot €fval oNUOVTIKGE VYNAOTEPT GE GUYKPLON LE TN
péomn nAkio tov 15 acBevav ympig veppacPéstwon, | oroia ftav 5,1 (+
3,8) pe p<0,005.

H emppon wdg ainbodpog mapapérpov oy avantuén veppacsPéotmong
eetdobnke ot ddpketla g Tapakorovdnong twv acdevov ota EOvikd
Ivotitovta Yyeiag. [a kéBe mopdpetpo kot yid kaBe acBevn pia péomn tipn
VTOAOYIGTNKE KO PN CLUOTOMONKE GTOV VTOAOYICUO HEGMOV TILADV Y1d
OLAdES 0GOEVDV e OLLPOPETIKOD PaBLLOV VTTEPNYOYPUPIKESG AALOUDGELS
(amovoia vePpaoPesTtdGE®G — ALENUEVT NYOYEVELD — VEQPACPESTMOT))
(ITivaxag 11.). H péon niwia y1d acBevelg pe puotoloykd vrepnydypoLiLo
elvan 5,1 étn. H péon nhkia yud acBeveic pe pétpro kon foapetd svprpota
veppacPectaoeng etvat 6,9 kot 6,4 £ avtietoiywc. O Adyog péomng
VeQPIKNG amékkpiong acPeotiov / kpeatwvivng eivan 1,28 (Iivakag 11.). T
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™ péomn nhkio 5,1 €10V TOV 0GHEVOV LE PLGLOAOYIKO LITEPTXOYPAPN LA,
ot M TN elval xapunAotepr amd ™ péomn T OAmv tev actevav pe NK
(Ewova 20a.). H péon tipun g veppikng anékkpiong acpectiov /
KPEATIVIVIG Y1 TNV OpAd 0G0eVAOV e aVENUEVT NXOYEVELD VEQPDOV GTNV
nikio Tov 6,9 etov, etvar 1,24 kot avtiototyel ot HECT TN OTEKKPLONG
acPeotiov / kpeativiving yid acBeveig pe NK avtg g nikiag. H péon tyun
Y& TV opdda acBevav pe veppacPéotwon givar 1,50 ko givan peyodvtepn
™G HéoNG TIUNG Y1 OAovg Tovg acheveic pe NK oty nikia tov 6,4 etdv
(Ewova 200..).

H péon tyun veppikng anékkpiong pooeopik®v / Kpeatvivig 24mpov yid
TIC OUAOES [LE PLGLOAOYIKO VTLEPNYOYPAPT L KOt 0VENLEVT NYOYEVELD TAV
5,36 ka1 4,21 avtiototya kot etvor xopmAdtepeg amd TIc HECEG TYEG Y1d TIG
néoeg nikieg avtov tov opadwv (Ewova 208.). H péon tyun anékkpiong
POGPOPIKAV / KpeaTIvivng otnv opdada e veppaocPéotwon eivor 5,17 kot
etval vymAdTePN omd TV AvapeEVOUEVT Y18 TV NAMKIX TOV 6,4 ETOV TOV
etvan  péom nlia yud avt v opdda acbevov (IMivakag 11, Ewkdva

20.).

H péon i acPeotiov petpnuévov oe ovpa 24mpov givor 1,47 mmol/l,
1,60 mmol/l kon 1,66 mmol/l 6Tic opddeg e PUOIOAOYIKO VTEPNYOYPAPN LT,
avénuévn nyoyéveln veppmv kot veppoocBéotmon avtiotorya (ITivaxoag 11.).
[Tapopotes TIHEG TAPATNPOVVTOL GTIC GVYKEVIPDGELS POGPOPIKDOV GTO.
oVpa. H péon ovpikn cuykévipwon pocseopikdv yio ac0eveic pe
QLO10A0YIKO VITEPNYOYPpappa eivorl 5,30 mmol/l ko y1é acBeveic pe
veppacPéotwon 6,19 mmol/l. Ot péoeg Tipég acPeotiov Kot pmoPOPOV
0poY dev TOPOVGLALOVY SLAPOPES LETAED TOV TPLOV OUAS®OV AGHEVOV.

To pH tov ovpov givar otabepd arkaiikd ce dGAovg Tovg acbeveic, n puéon
TIUT TOV 07010V OV TAPOVGLALEL KOO GUGYETION LE TNV TOPOVGiaL
veppooBéotwonc. H péon nuepnota d6on xurpikav eivan 7,1 mEq/kg, 3,7
mEq/kg ka1 6,2 mEq/kg yia ac0eveic e puG10A0YIKO LITEPNXOYPAPN LA,
petpiov Babpov kot Papeld veppacPEéstmon avtictolyo kot cuoyetileton Le
Vv T tov pH ovpwv aAdd dev Tapovclalel Kapio GuoYETION UE TNV
avantuén veppacPéotmong. Ot Tiég TS Kpeatviving tov 0opov dev
TOPOVGIALOVY CNUAVTIKES LETABOAEG HETAED OLAd®V aohEVDVY pe
dwpopetikn Papvtnra veppasPéotwong (Iivaxag 11.).

Ot tipéc g 1,25 dthopo&u-Prrapivng D, e PTH opod kot tov cAMP
oVpwV TpocolopicOnkav pe pio pétpnon kotd v enickeyn yid
VIEPNYOYPUPKO EAeYY0. YNAG emimeda 1,25 dthopoLuPrrapivng D Bpédnkav
o€ TOPOUOLES OVOAOYIES OTIG TPELG OpddEg aoOEVDVY e O1OPOPETIKOV

Baburov arrowdoelg veppmv: 4/6 acBeveic e PLGIOAOYIKO LITEPXOYPAON AL,
4/8 acBeveig pe avénuévn nyoyévela erotov kot 11/22 acbeveig pe
veppooPéotwon. Amo toug 19 acBeveig pe ynia emnineda 1,25
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dtdpoéuPrrapiving D, 18 rav nAikiog pikpdtepng amd 9 £t (Iivakeg 10.
wo 12.).

Ta enineda ¢ mopaboppovne Nrav ynia o€ 1 amd ta 6 Todid pe
(QLOLOAOYIKO VIEPNYOYPAPN AL, 2 amtd To. 9 Tond1d e avEnpévn nyoyévela
@Ao100 Ko 11 amod o 26 madd pe veppacPéstwon. O Adyog veppoyevolg
cAMP/GFR Bpébnke avénuévog oe 36/40 acbeveig (90%). [ToArotl amd
avtovg oev eiyav ymAd emineda PTH. Enpovtikd avénuévn eivon n
oLYVOTNTO dEVTEPOTOOOVG VITEPTAPABVPOEISIGUOV GE aoBEVELS e
veppacPéotwon oe cuykplon pe acBevelg yopic veppacPéotmon (ITivakeg
10. ko 13.).
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ivoxkac 10. NeoppocoPBéotmon og acheveic Le VEQPIKT ETAPKELD

[epintwon NeoppacPéotmon Hpepnoa xopriynon Eninedo opov
-OAO-NAKia Babpoc” Ca P vit. D* 1,25 (OH),vit. D
QAOLOG  HVEADG (pg/ml)
IE O 9 unveg 0 0 - - - 46
2E A 1 érog 0 0 + + + 820
3E O 2 ém + 0 - + + 78
4E O 2 + 0 - + + 110
SE A 2 + 0 - + - 52
6E A 2 + 0 + + + 69
7JE A 2 + + - + + 88
8E A 3 0 0 - + + 275
9E A 3 0 + + + + 84
10E ® 3 + + + + + 130
11E A 4 0 2+ - + + 84
12E © 4 + 0 - + + 140
13E A 4 0 0 - + + 78
14E A 5 + 0 - + + 76
1SE A 6 + +A - + + 120
16E ©® 6 + + - + + 86
17E ©® 6 0 0 - - + 84
18E ® 6 + 0 + + + 86
19E ® 7 + + + + + AIT
20E ©® 7 0 2+ - + + AIT
21E A 7 + 0 + + + AIT
22E 0 7 + + + + + 67
23E O 7 + + - + - 78
24E ©® 8 + 2+ - + + 100
25E ©® 8 + 2+A - + + 110
26E A 8 0 2+ - + + 67
27E A 9 + + - + + 78
28E A 9 + +A - + - 69
29E ® 9 + + - + + ATl
30E ® 10 + + - - - 53
31E A 11 + 0 - + + 57
32E A 11 + +A - + + 74
33E A 12 + 2+ - + + 38
34E O 12 + + + + - 57
35E A 13 + + - + + ATl
36E ® 13 + 2+A + + + 69
37E ©® 14 0 0 - + + 54
38E ® 14 + + - + + 68
39E A 14 0 + - + + 130
40E © 15 0 + - + + 66
41E A 15 0 2+ + + + 68
QLGIOAOYIKEC TIUEC: 20-76

E: acbevig pe veppikn emdpkeia, ALl dev mpocsdiopicOnke, A: AiBot, yoprynon vit D*:
Stdpotayvotepoin N kKakstptoAn, ¢ nyoyévela protov a&loroynonke wg 0 (GLoIOAOYIKN)
N+ (aénpévn), veppaoPéotmon tng puedddovg poipag a&loroynbnke og 0 (amovoa), +
(nétpra) M 2+ (Bapeid).
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Mivaxeg 11. Epyoaotmpilaxéc mapdpetpot ovpmv Kot 0pov € OUAOES
oacOevav pe NK pe drapopetikove Babuovc veopocsBectdoemc.

NeoppaocBéotmon: 0movco pétplo Bopetd QUGLOAOYIKEG
TYEG

Aocbeveic: 15 18 8

Hlwio (péon + 6.a.): 5,1 +£3,8 9,2+3,9 9,7+3,6

UCa/UCrea ovpov: 1,28 1,24 1,50 <0,76

UPO4/UCrea ovpwv: 5,36 421 5,17 <1,43

Ca ovpwv (mmol/l): 1,47 1,60 1,66

PO, obpov (mmol/l): 5,30 5,69 6,19

pH oVpowv: 7,92 7,49 8,08

Crea ovpov (mg/dl): 1,35 1,34 1,25

Ca opov (mmol/l): 2,33 2,33 2,35 2,05-2,40

Dwcedpoc (mmol/l): 1,42 1,41 1,51 0,74-1.42

Yvvrpnoels: Ca: acBéotio, POy pwoopikd, Crea: kpeatwvivy, UCa/UCrea: anékikpion
acPeotiov / kpeatwvivng 24dpov, UPO4 / UCrea: amékkpion ooQopikdv / KpeoTvivg,

6.0.: otofepn andKiKAon

Mivaxog 12. Enineda 1,25 d1ddpo&u-Prrapivng D (apBuntmc) o oyéon pe
TNV OVATTLEN VITEPNYOYPAPIKAOV AAAOIDGE®V (TOPOVOUAGTNG). ZUVOMKOG
ap1Ouog achevov: 36 (emineda Prrapivng D dev mpocdopicOnkav oe 5

acOeveic).

ap1Budg achevav Le:
(PLOLOAOYIKO
vrepnyoypappo (6):

avEnpévn nyoyévela
AoV, Yopis veppacPéotmon
™¢ puedmdovg poipag (8):

veppacPéotmon e 1 xopic
GAleg aAlowwoelg (veppoibioon,
avénpévn nyoyévela, Ao1od KAn) (22):

60VOLO 0o0svOV:

opudc ocevav pe:

PLOLOAOYIKEL
eninedo Prrapivng D

(20-76 pg/ml)

2/6

4/8

11722

17/36

vrepPrropivoon

(>76 pg/ml)

4/6

4/8

11/22

19/36
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Mivaxog 13.  Enineda mopaboppovne PTH (apBuntnc) o oxéon pe v
AVATTUEN LITEPNXOYPAPIKAOV OALOIDGEWDV (TOPOVOLAGTIG). ZUVOAKOG
apOuog achevov 41.

op19uoc acbevay pe:

(PLOLOAOYIKAL avVATEPO TOV
eninedo PTH (PLOLOAOYLKOD
eninedo PTH
10-65 pg/ml >65 pg/ml
apBuog acbevav pe:
PLOLOAOYIKO
VIEPNOYPAPT LLOL: 5/6* 1/6*
avénpévn nyoyévela
A0V, yopig veppacPéotmon
NG LUEADIOVG HOTpOg: 7/9%* 2/9%*
veQPAcPBESTOOT [LE M XOPIg
GAleg aAlowwoelg (veppoibioon,
avENUEVN NYoYEVELD PAOLOD KAT): 15/26 11/26
GUVOAO aGBEVDV: 27/41 14/41

*p value <0,1
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Ewova 220. Duvcioroyikd vrepnyoypdonua 6e&toh veppov (acbevig 9E
o€ nAia 18 unvav).
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Ewova 22B. Ducloroyikd vrepnyoypdenua aptotepod ve@pol (acbevic
9E oe nhcia 18 unvav).
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Ewova 230. NeppooBéotmon ™ Lueldoovg poipag 6e&1o0 veppov
(acBevig 9E oe nhkia 3 etdv).
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Ewova 23B. NeoppoacsBéotwon e pueAddovg Hoipag aptotepod veppon
(acBevig 9E oe nlkia 3 etdv).

82



10s. Yopoviéppmon kot veppoiBiaon

Evag acBevg dtayvdoOnke e apgotepodmievpn vopovéppmon (achevig
38E). H veppoAiBiaon dayvadroOnke pe vrepnyoypaenua o€ 5 acheveic,
Kavelg amd Tovg 0moiovg eV ERPAVICE CLUTTMOUOTA VEPPOABIooNC.

10ot. EvookpwvomdOeieg

YnoBvpoediopog drayvarsOnke o€ 3 acbBeveig avtig g opddag (7,3%),
TOGOGTO YOUNAOTEPO O aLTH OV €)El OMpocievdel og asbeveic TG 010G
nikiog, yopig ayoyn pe kvoteapivn (20-56%) (Chan et al., 1970, Broyer et
al.,1981). Evijlikeg acBeveig avthg e peléng epeavifovv vmobupoediopod
og m060610 86%. H mpoodevtikn adénom g cuyxvotntag Kot 1 emdeivoon
TOV VITOBVPOEBICLOD pe TNV NAKia, Bempodvion cuvéneleg TOGO NG
aveTapKovs Bepameiag 0G0 Kal TNG YEVIKNG KATAGTOOTC QVTAOV TV AcHevmdV
(Theodoropoulos et al., 1993).

Evag acBevg éxet dtayvacbel e tvGoLAIVOEEAPTOUEVO CAKYOPDOIN
dwpnm. H evandBeon kpvotdriwv kvotiving Bewpeitor og n mAéov mhovn
e&nynon. Ze acbeveig pe pooyevpa veppov, 1 YopNyNon KOPTIKOGTEPOELODV
TOTEVETAL TOG EYEL GUVEICPEPEL GTNV AVATTLEY QTN TNG EMUTAOKT|G.

10C. Tootpevrepké cvoTNRA

Koaveig amd tovg acBeveig avtig g opdodog 0ev ELEAVIGE OLCKATOTOGTA,
EIOPOPTGELS, 1| AALN GUUTTMOUOTO POPVYYIKNG-AOPLYYIKNG OVGAEITOLPYIOG.
Agv &ywve g101KOG AeYYOC Y18 avETAPKELN TNG EEMKPLVOVG LLOIPAG TOV
TOYKPEOTOG, TOL EIVOL YVMOTY ETUTAOKT TNG KLOTIVOONS, 0ALA I BapyTtnTta
™g XpoOViag ddppotag mov mapatnpndnke o€ 3 acheveig avtg g opdadog
dev elval YOPOKTNPIGTIKN TOYKPENTIKNG OLVETOPKELOG.

10n. O@OaripomaOsra

Koaveig amd tovg acBeveig avtig g opdodog 0ev ELEAVIGE OTTTIKY 0EVTNTA
younAotepn amd 20/40. Ewoot evvéa aobevelg elyov KpuGTAAAOVG KUGTIVIG
oTOV KEPUTOEWN. Aéka T€00EPELS achevel e KPLGTAALOVG KEPATOEIDOVG
elyav mowkilov Babupov pmtopofia. H yprion opboipuikdv otaydvov
Kuoteaivg oty opdda avth motkidel. Evag acBevig yopig kpuotdAilovg
(1E) elvanr 9 umvov. Ot acBeveig 4E, 6E, 10E, 15E, 17E, 24E, 25E, 26E,
28E, 32E, 37E d¢ev gpopavicav kpuotdriiovs. Me e€aipeon tov acBevn 1E,
oMot o1 asBeveic mov 0ev epPavIlovy KPLGTAALOVG GTOV KEPOTOEON EKOVALY
TAKTIKY] YPNoN oTayovev kKuoteapivng 10-16 popég t pépa kot NTav o€
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TOKTIKT 0y®YN HE O GTOHOTOC KVOTEAUIVY OT™G amodeiyOnke pe
TPOGOOPIGHO EMITEd®V KVOTivNG AevKokvttdpwv (ITivaxag 8.).

100. Nevpko6 cootnpo

Kaveig amo tovg 41 acBeveig avtig g opddag dev mapovsioce madoroyud
VEVPOAOYIKA EVPNHOTO TNV KAWVIKT e€€taot. AEovikn Topoypapio
eYKePALOL £yve o€ 0deKa 0oOeVElG Kavelg amd Tovg omoiovg dev
TOPOVCIOCE EYKEQPUALKY| atpo@ia 1 evamdOeon acPeotiov, ovte Bpédnkov
Ao TaBoroykd svpnpata. AEOVIKY| TOHOYPOQIN GTOVG VITOAOUTOVG
acBeveic avTg ™G opadag dev Kpinke okdmun amd NOKN N EMGTNUOVIKN
dmoyn. Agv vrhpyet Kopio EvoeiEn vontikng kabvotépnong ¢’ autn v
oo, ZNUOVTIKA YUYOAOYIKA TPOPANLLOTO TTOV VO OTTOLTOVV E10TKT)
(QPOVTION [LE TAPATOUTY] GE YLYXINTPO 1 YUYOAOYO dEV TOpOTHPNONKAY.
Avnovyia y1é T0 pEALOV, SlaKVUAVOELS 6T O140E0T), TAPOOTKY| AVTIOPOUCTIKN
KatdOAym, aicOnua aropdveons avaeépdnikay ard oxeddv OAOVS TOVG
acBeveic ko aviipetonilovrol eTTLYDS amd Tov Bepdmovia madiatpo.
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10i.  AvocomoMTIKO-0LPLOTOUTIKO GUGTILO.

Tpeig opddeg acbevav a&toloynOniay yid mhoveég droTapayEs g
OVOGOAOYIKNG avTOTOKPIONG G avTtyova: £E1 acBeVeic e veppikd
LOGYELLO OE OVETOPKN Yy e Kuoteapivn (acbeveig 3, 6, 15, 16, 20,
21), Tpeic acbeveig pe veppikd POGYEVLO GE Qy®YT LE KvuaTeapivn et 2-6
£t (aoBeveig 26, 30, 31) ko €61 aoBeveic e emapkn veepikn Asttovpyio
nAKiog dveo tov 13 e1dv o paxpoypovia (4 £og 11 £t) ayoyn pe
kvoteapivn (acBeveic 35E, 36E, 38E, 39E, 40E, 41E). Ot dokipacisg mov
ypnopoTomOnkay eEAEYYovv TV KovoTnTa TV T AEUPOKLTTAP®V Vi
avayveopicouy ovyova Kot va avtomokplodv Kot lvar ot e€ng:

o) avTOTOKPLOT OE TPOTEIVIKA OVTIYOVA TETAVOL, d1pBepiTioog,
aipoeiiov tomov B,

B) avtamdkpion o€ TOALGOKYOPIOKE avTryova (oA
nmvevpokokkov), tomot: 1,3,7F,8,14,9N,18C,19,23,51,

v) avTdpdoelg kabvotepnuévng vrepevarcincioc oe Candida
(1:100), tétavo (1:100), tapotitda (1:50) kot tpyodevtov (1:30),

0) TOAOTAUGLUGLOC AEUPOKLTTAP®V GE KaAAEpyeLa (proliferative
response) petd omd kbeon og Toyova (GUTOALLOYAOVTIVIVI] Kot
Kovkavapoiivn A) katl aviryova (TETAVOL, GTPETTOKOKKOL Kol
OTOPLAOKOKKOV).

Agv mopatnpndnke kapio taboroykn avtidpacn otovg 15 acbeveic mov
vroPAnOnKav otic mapanave dokipacies. [epartépm aglordynon n
eMEKTAOT TOV £€£TAGE®MV 6TOVG Aomovg acbeveic dev kpiBnke crOTLY.

Amd v mapakorovdnon tov achevdv avTig TG GEPAS LLE YEVIKES
eEeTAOELG OUOTOG KT TOKTA YPOVIKA OLOGTHUATO OEV VILAPYEL Koo
EVOELEN OLLOTOMTIK®V S10TOPOY DV 1] KATAGTOANG TOL HVEAOV. Agvukomevia
n OpopPomevia dev mapatnpnOnke oe kavéva amd Toug acHeveic mov
peietnOniov. Mupokvttopikn avapio Bpédnke oe opiopévous kot
BempnOnke emumAokn g ypovidtTnTag TG Kuotivwons. H avtandkpion ot
Bepamneia pe 6idMpo, Lo 0&L kot Prrapivn Bz ftav wavomomriky.
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11. XYZHTHXZH
AocOgveig pe péoysopa veppov

O1 ekdNADCELG TNG VEPPOTAONTIKNG KVOTIVOOTG Exouv PeToPAnOel
ONUOVTIKA OTT) OldpKeELD TV TEAeVTaimV 40 eTdVv. TN dekoetio Tov 1960 n
Kuotivoon Bewpeito pia aviotn veppomdOela g Todikng nikiog. X
dekaetio Tov 1970 Ta coTPLO ATOTEAEGLOTO TNG LETAUOCYEVGNC VEPPOV
NTOV ELEOVY KOL EdDCAV TNV EVKOUPIN GE OPICUEVOVG EPEVLVNTES VO KAVOLV
Adyo Y14 Oepameio TN KVoTivOoNC. XTa péca TG dekaeTiog Tov 1980 avtég
ot eAmtideg eykataieipOnkav Otav ot eEmveppikég emmiokés g NK
apyoav va kdvouv v eppdvion toug. Kotd v idwa mepiodo dpmg ta
0QEAN amd T Bepameia pe Kuoteapivn 6TV avanTuén Kot T dTnPNoN TG
VEQPPIKNG AEITOVPYIOG Kot TG Opaong dpytoav va ektinmvtot. Kotd
dupkela Tv 12 teleutainy eTOV TEPLYPAPNKOY EKONADCELS TNG
KuoTivwong o dpyava OTmG 0 YKEPAAOG, 01 OKEAETIKOT OEC KOl TO
ndykpeog (Jonas et al., 1987, Fink et al., 1989, Gahl et al., 1988, Fivush et
al., 1987, Fivush et al., 1988, Sonies et al., 1990).

H perét tov acbevav e petopooyevon veepov oivel pioa akpiPn ekova
™G PLGIKNG EEEMENG TG KLOTIVAOOTNG KOt TOV dLGOIMV®V EEMVEPPIKAOV
EKONADOGEDY TNG. ATO TN HEAETN QTN TPOKLTTEL OTL EMTA 0loBevelg
anefioocav mpdmpa. Yyoc kot fapog elvar onuovtikd yopunAdtepa ond 1o
QLGLOAOYIKO Kol peYdAog ap1Bnog acbevav eppaviCovv kabvotépnon g
00TIKNG NAkiog kot eviBoong. [Tévte and Toug 36 acbeveic (14%) eivan
OVLGLUOTIKA TVPAOL Kal TO Eva TPiTO TV acBeEVOV glyov KAVIKA eppovn
neplpepkn pvondabeta. Eikoot évag and 35 acbeveic (mepiocdtepot and
60%) gppaviCovv dvokatamocio wowiing apvntag, 25/36 (70%) &xovv
gykepakn atpoeio kot 31/36 (nepiocodtepot and 85%) £xovv
vroBvpoediopd. Hmotepeg opBaipikég exdmimaoslg dmmwg BorepdtnTa Tov
KEPATOELWDOVG, OTIoOEG GLUVEKELES KO PAEPAPOCTAGLOG £XOVV CNUOVTIKEG
EMMTAOGELS 6TV ToL0TNTA LONG. O EMIAOKES TNG YPOVIOG VEPPIKTG
OVETAPKELOG, VITEPTOCT) KO VEPPIKT 0GTEOOVGTPOPia KaODS Kat ot
TOPEVEPYELEG TMOV KOPTIKOGTEPOEW MV elval €€ IGO0V oNUAVTIKEG anTieg
VOoNpOTNTAG.

Ta gvpnpata avtavakhovv pia adpr| ypovoroykn e€EMEN g maboloyiog
™G Kvotivwong o€ acBevelg pe veppikd pooysvpa. Optopéva dpyava dmmg
0 Bupoedng TposPairovtal oe veapn nAkia, tepi ta 10 £€n. Avtr givor n
attio TG avénpévng cvyvotnTog VToOLPOEITHOD GTOVS 36 EVIAIKES
acBeveig mov pereOnkav. Xe avtiBeon pe tov Bupoedn, PAAPeg Tov
AUPPANCTPOEDOVS 0TS OELOAOYOVVTOL KAVIKA LE T OTAOIOKY| ETOEIVMOT
NG OTTIKNG 0EVTNTAG, OEV TOPATPOVVTOAL LEYPL TNV EvapEn TG devTEPTG
dekaetiog g Long. Xy npaypatikdtnTa Alyor acBeveig nlikiog ave tov
20 &xovv amo@iyel Papeléc eEOVEPPIKES EMITAOKES VD 000eVElS dve TmV
30 &yovv pd yevikd dvoyepn kAvikr mopeia. Kaveig omd toug 8 miéov
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NMKIOpPEVOLS 0oBevels TG HeAETNG dev NTav elebBepog Papetdv
eEOVEQPIKOV EMTAOK®OV: 5 NTav TVEAOL, 3 elyav PBapeld mepipepikn
pvomadel, 2 ELPAVICOV EYKEQPOAIKES E0TIEC EvamOBeong acPeotiov kat 3
aneBiocav. [Tapd v epeavn| exidpacn g NAKiog otV ETTAYLVON TNG
TPOcPoANg S10pOpwV e HEPOLS OpYAvV®V, gival acvviBioTo Yid Evav
acBevn va Tapovctdoetl 000 1 TePlocOTEPES Papelég eEMVEPPIKEG
ekdnAooels. Bapeid andAeio Opaong, eykepalkég eotieg evondOeonc
acPeatiov Kol TEPIPEPIKT] LVOTADELD GTTAVIOL GLVLTTAPYOVY GTOV 1010
acBevr]. AVt 1 TOPOTHPN O VITOINAMVEL Lo TOIKIAIYL GTNV £KOPOCT TNG
maBo@LGLOAOYING TG KLOTIVOON G G€ dPOPOLE 1GTOVG, 1) OTTola ivart
ave€nyn pe ta TpEYovTa 0ES0UEVAL.

H emPBiwon tov veppucod pooyedatog eival cuykpiciun Kot icmg KaAvTepn
amd TV emPiwon HooYELHATOV Y1d GAAEG ve@poTtabeteg. O
LETALOGYEVUEVOS VEPPOG dEV LEIGTATOL EVOTODEST KPVOTAAAW®V KVGTIVIG
KOl TOPOUEVEL GE AEITOVPYI Y16 O1ACTNUO EPALUALO LOCKEVLATOV 0G0EVOV
ne dAheg mobnoels. AcBeveig pe LOGYELLLO VEQPOV GE YY) LLE KUOTEAUIVT
v1a 2 ém¢ 11 €1 0ev mapovsiocay LEYAADTEPT CLYVOTNTO ATOPPIYNG
dvoiettovpyiag tov pooyevpatog (Iivakag 5.) (Thorogood et al., 1992,
Theodoropoulos et al., 1993). H veppiki| avendpkela eivor pia
SKaoAOYNEVN EVOEIEN Y18 LETAROTYEVOT) VEQPPOD € aoBeVEiC e
Kvotivoon. H poakpoypovia peteyyelpntikn eEEMEN TV VEQPIKOV
HOGYEVUATOV Elval IKOVOTOMTIKY] KOt 1] TopdTacT (mng Hetd and
petapooyevon givor 10 g 24 £t (Tlivaxoag 2, acBeveic 2 kon 23) yud
acBeveig pe avemapkn Oeponeio pe kvoteapivn. H mapdtaon {ong yid
acBeveic oe aywyn pHe Kvoteapivn etvan 7 éog 24 £t tovAdyiotov, Kabdg
Kaveig and Toug acheveig e HOGYELLA Kot oy@yn LE KuoTEALTvN dev €xel
anofiwoet (ITivaxag 2, acBeveig 26 kot 36).

H mapovoca perét meprypdoet yio mtpotn @opd v didyvoon NK og
ACLUTTOUOATIKO opoluydtn Yovéa acBevoug (oeAioa 46). H untépa tov
acBevoig £xel opaAn veppikn Asttovpyia kot Bempeiton 0Tt TAGYKEL Amd
oYU vePpomadnTiKY] KuoTiveon o€ avtifeon pe Tov Y10 TG 0 0moiog
Aoy amd VoK veepomadntikn Kuotivoon. Kabaog n kvotivoon
KANPOVOUEITOL MG AVTOCOUOTIKOG VITOAEUTOUEVOS YOPUKTNPOS, TO TAUTPIKNG
TpoEhevong yovidolo Bempeiton 0Tt £xel T PAAPN TOL gVOBVVETOU Y1 TN
VNTOKN LOPON TNG VEQPPOTOONTIKNG KLuoTivwonc. Avth N tepintwon
VTOONAMVEL TOV ETIKPOTOVVTO YOPOUKTNP TS VNTIOKNG LOPPNG GTNV OWiun
Hopen g NK.

Eivar dyvooteg o1 Aemtopépeleg Tov UnyoviGoD TOV EMTPEMEL LG GYESOV
OULOAT Agrtovpyio HETAPOPAS 1 LEGOV TNG AVCOCMOULIOKNG LEUPBPAVIG OTO
veppo acBevov pe Kahondn kvotivoon 1 Oyun NK. Me ta tapdvta
Syvomotikd péoa givar 00GKOAN 1 EKTIUNOT TNG GLYVOTNTAG TNG OYIUNG
NK. H gktipnon mg ocvyvotrag g kKuotivoong yopic veppomddeia eivat
oxedov advuvarn. O yapaktnpiopog tov yovidiov g NK (CTNS) Oa
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avadeigel TePIOCOTEPEG TETOLEG TEPUTTAOCELG Kot BoL eENYNOEL TN LOPLOKT
Baon tovc.

Kabbg n NK kAnpovopeital wg avtocmuatikog VITOAEUTOUEVOS
YOPOUKTNPOG, N GLYVOTNTA TOV TOBOAOYIKOV YOVIdiov umopet va etvat
HEYOADTEPT GE CLYKEKPIUEVOLG TANBVGLOVG TOV Elvol GYETIKA
OTTOLLOVOUEVOL Y18 YEWYPAPKOVS, OpNoKEVTIKOVS 1] GALOVS AOGYOLG.
Yvyyeveic acBevav pe NK umopel va givon ad1dyvootor opolvymteg yid v
oy popen g NK 1 y1d ) pun veppomnadn kvotivoon.

[Ipocdopiopdg Kuotivng AevkokutTapmv, oeBaApoloyikn e&étaon Yid
KPUOTAAAOVG KEPATOEWOOVG KO LOPLOKT] YEVETIKN OVAAVGT TOV YOVIdiov
CTNS gvoeikvovtal oe 0A0VG TOVG LOVTEG VTTOYNPLOVE GVYYEVELG dOTEG TTPOG
ATOPLYN LETAROGYEVOTG VEPPOD OO OGVUTTMOUATIKOVS GUYYEVEIS LLE OWun
VEQPOTOONTIKY KLOTIVOOT 1 U1 VEPPOTAONTIKT KLOTIVOOT).

Evilkec acBeveig pe pooyevpa ve@pov epgoviCovv onuUovTiKa EVoyAn Lot
amo TV evamdOeon KPUGTAAA®Y KVOTIVIIG GTOV KEPATOELWN]. ATOAELN
opaong oe Padud avammpiog mopatnpeitor 6td £va Tpito TOV 0cOEVOVY e
nocyevpo veepov (Ilivaxoag 12.). Ztatiotikd onuovtikn dopopd
mopatnpnOnke otn dotpnon g 6paons petald acbevav oe aymyn pe
Kuoteapivn Kot yopig Bepaneia. To T0600TO TV ACHEVOV e OTTIKY|
o&vmra pikpdtepn amd 20/50 sivon deka popég peyarvtepo og achevelg pe
AVETMOPKT TPOGANYN KLGTEOUIVIG 0 GUYKPLom pe acBeveig pe pooygvpa
VEQPPOV OV PpickovTol 6€ aywyn Le KVOTEQUIVY Y10 LECO OAOTNUA 5 ETDV.
Emiong n péom ontikn o&0ra twv acBevav oe Bepameio ftay vymAotepn
KO TOL EVOYANUATO otd evamdOOeoT) KPLGTAAA®Y KVOTIVNG TV NTOTEPN GE
oyxéon pe tog aoBevelg xwpig Bepaneio (ITivaxeg 3 o 12.).

Evéd n and tov otopatog xoprynon Kvoteapivng etvon eEapetikd
dvohpeoatn AOY® NG YeHONG KOt TNG OGUNG TNG, N XOPTYNoN 0pOaAK®OV
OTAYOVOV 0EV GLVOOEVETAL amd TETO0V £id0Vg evoyAnpata. Eyet amodetybet
0€ KOAMEPYELES KLTTAP®V OTL 1] TOTIKN EPAPUOYT| TNG KLGTEAUIVIG
TPOKOUAEL EKKEVOOT] TOV KLTTAPMV TOL KEPATOEWDOVS A0 KVGTIVY GE LKPO
ypoviko draotnua (Kaiser-Kupfer et al., 1987a, 1987b). H kv extipunon
NG GLGTNUOTIKNG YPNONG OPOAAUIKAOV GTAYOV®OV KUGTEOUIVIG aTd TOVG
acBeveic oev givar dvvorr| pe o Tapdvta PEGOL.

H dwapopa cuyvottag g potopofiag and evandfeon kpuoTdAAwV
KLGTIVIG GTOV KEPUTOELDN KOl LELOUEVIS OTLTIKNG 0EVTNTOG Od EvAmOBeoT
Kvotivng kot cuverakoAovdeg PAAPES o€ OAOKANPO TOV 0POAALO OeV ExEl
eneavn eEnynon pe ta mopdva dedopéva. Ta aviictoyyo T0600TA OE
acBeveic yopig amd TOV GTOUATOC AYMYN KE KLOTEAUIVI Kot pe VTOTIOEUEVT
TOKTIKN XOp1YNoT 0POOALKOV 6TarydveVv kuoteapivng eivar 80% yid
ootopofio kot 45% yid ™ petwpévn ontikn ocutnta. AcBeveig pe
LOGYEVLLOL VEPPOL KOl LKOVOTTOMNTIKN TPOCAN YT GTaYOVMV Kol 0O TOV
OTOMOTOG KUGTEQUIVIG EioNg ep@oviCovV GNUOVTIKE YNAOTEPO TOGOGTO
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ewToPofiog o€ GHYKPION UE TO TOGOGTO UEIWUEVNG OTTIKNG 0EVTNTAG
(ITivoxag 14.).

H nlkia tov acBevdv kot 0 xpdvog Evapéng g Bepameiog [Le KVGTEQUIVT
etvan kaBopiotikol mapdyovteg yid TV TopepndoIon evanddeong
KPLOTAAA®V KLGTIVIG GTOV KEPATOELDN GE GUYKPLOT LE GAAQ TUNLLOTO TOV
00BoAp0Y. O KePATOEWNG ElVaL TEPIGGOTEPO EVAICHNTOC TNV GLGCOPEVOT)
KLGTIVIG KOl TNV EALELYT TNG EVEPYETIKNG EMIOPACTG TG KLOTEAUIVIG G
oLYKpLoN pe GAAa TURpaTo Tov 0PBoipov. H 18totumn aipdtwon tov
KePOTOEWOVG glvarn pia mhavn aitio Y1 T0 PovOpUEVO avTo.

Eivar emiong mBavo 6t acBeveic pe Ay TpdoAnymn amd GTOUNTOG
KLGTEAUIVIG OEV KAVOLV GUGTNUATIKY XPNON 0QOUALK®OV GTOYOVOV LUE
OTOTEAEG O, TNV CLGCMPELGT KPLGTAAL®V GTOV KEPOTOELN. Kotvwvikot,
YUYOAOYIKOT Kol GALOL TOPAYOVTES EVOEYETAL VO GUVEIGPEPOLV GTNV EAMTN
TPOCANYT GTayOVOV GE ALTOVG TOVG acbeveic, Tapd TNV evkKoAia TG
YOPYNONG KOt TN ONUaVTIKN PeATioon g emtopoPiag pe t Aym tovg.
Tayeia, anpdPrentn emdeivoon g 6paocng oe achevelg Le KuoTivoon
umopel va givor amotéAec o EMITAOKOV 0td AALO GLOTHHATA OTMG EAAEYN
Brrapivng Bz amd ypdvia didppota pe cuvemakOAovdr onTiky vevpomddeia.
[Teprodikoi Tpocdlopiopol Twv emmédwv g Bz aipotog evoeikvovton.

H ovyvomnta ¢ yaotpooicopaytkng maAtvopouions oe acbeveic pe NK
etvat onuavtikd avénpévn og oyéon pe 1o yevikd tAndouopd. Ta
CUUTTOUOTO OEV SLOPEPOLV. XPOVIa YPNOT KOPTIKOGTEPOEW DV, KANGTIKN
Con pe avopoloyevn katovour Pépovs, To&ikn 0pacn QopUAK®V Kot GAAOL
TOPBEYOVTEG GUVEIGPEPOVY GTNV TAOOYEVEL TG YOG TPOOICOPOYIKNG
naAvdpoong 6tovg acheveig pe kvotivoon (Theodoropoulos et al. 1999a,
1999b). EvandBeon kpuotdAhmv KuGTIVIG GTNV YOGTPOOIGOQAYIKY|
oLUPOAN KOl AV UOAEG O ETITEDD VEVPIKAOV AVIOVOKAACTIKOV TOEWV glvor
avtikeipevo peretmv. [opd ™ yvooTq GVoYETION TG YOGTPOOIGOPAYIKTG
TaAvdpOoNS e To AsBua, n cvyvotnta dobuatog o acbeveic pe
Kvotivoon pe N yopic Oepaneia pe kvoteapivn (9 kat 12,5% avtictoiywc)
dev gtvar avénpévn e oyéon e To Yeviko mAnBucuo.

H mapovoa pehétn mpoteivel éva cOGTNHO GTAOI0TOINGNS TG YAWGGIKNG,
QOPLYYIKNG Kot Aapuyyikng duoiertovpyiag ot NK og tpeig katnyopieg
Bapvmrag. To cvotua owtd Bo emrpéyel TV TOPAKOAOVOINGT AVTOV TOV
AVOUOAGV KoL TNV 60YKpion Bepanevtikdv tapepPdoewv (oerida 53). H
e€EMEN TG PaPLYYIKNG — AapLYYIKNG duoAettovpyiag etvan Bpadvtepn ce
acBeveic oe Bepaneia e KuoTEAUIVY, TOVAAYLIGTOV OGOV APOPE TNV TPOOSO
ano o og pétpila dvoiertovpyia (Ewdva 15.). H evepyetikn enidpaon g
KLGTEAUIVIG GTN QOPLYYIKT — AaPLYYIKT dvcAeitovpyia acBevav pe NK
etvat epeovig oe acBeveic e tkovomom Tk TpOSANY™ Yid mepiodo
peyoAvtepn tov 2 etov. H pakpoypovia emPioon tov acbevov o ayoyn
LLE KUGTEQUIVI] AVOUEVETOL VAL OVOOEIEEL TN QAPVYYIKT — AAPLVYYIKY|
dvoiertovpyia oe kaBopiotikd mapdyovta yid v emPimon tov aclevav pe
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NK. H mepipepikn poomddeia dev @aivetar va Bektidveton pe Oepameio
Kvoteapivng yua 2-11 étn, og acBeveic nlikiag 17-34 etdv.

Eykepoikn atpopio mapatnpnnke oe onuaviikd aptBpd evniikmv
acBevav (72,2 %). H exdAwon ¢ o€ petapooyevpévong acheveig rav
dpeom cvuvaptnon g NAMKIG Kot dgv ETNPEACTNKE Ao TN YOPNYNoN
kvoteapivne. H evandBeon acPestiov akorovbel v ekdNAmon atpodiog.
Kaveic amd tovg 12 acBeveic nhikiog 1-15 etdv, pe KOVOTOMTIKY VEQPPIKN
Aertovpyia, TOL VIWOPANONKOY G AEOVIKY TOUOYPAPID EYKEPAAOV dEV
EUPAVIoE delypoTo aATPOPiag.

[Tap” 6o ov 10 deiypa TV achevdv etvar puKpod kot dev Eytve 010pOBwon
Y10 KOWVOVIKT TPOEAELGT KOl OIKOYEVELNKT| KATAGTOGT, 1| GYOAKY| amddoom
KOl KOW®OVIKT TPOGAPUOYY| TV acfevdv, £0Tm Kot oV Apyloay apyd TN
Bepameia e KLGTEQUIV NTAV AVATEPT] AVTOV OV oTEPNONKaY Bepomeiog.

O1 acBeveic pe Kuotivoon £xovv éva TOADTIHLO TAEOVEKTNLOL GE GUYKPLOT| LE
aoBeveic pe dAAeg LeTaPOMKEG-KANPOVOUIKES TAONOELG: LA E101KT
Bepaneio katd TG TPp®TOYEVODS HETAPOAIKNG dlatapayns. Avth 1 Bepamneia
EXEL ATOOEDELYUEVT] ATTOTEAEGLATIKOTNTO GTNV TPOANYN TNG VEPPIKNG
eMOEIVOONG KOl GTNV COUATIKY] OVATTUEN GE OO LE ETOPKT VEPPIKT
Aertovpyia (Gahl et al., 1987, Markello et al., 1993). H xvoteapivn £xet
emiong omodeyBel AmOTELECUATIKY OTIV EKKEVMGT TOL HVTKOD KOl NTOTIKOV
16700 amd Kvotivny petd omd 4 m¢ 11 £t taxtikng tpdsinyng (Gahl et al.,
1992). Eni mAéov 1 tomikn Oepamneio pe opBolkég otarydves KOGTEAUIVIG
0,5% Pertidverl Beapatikd ™ eOTOEOPia, ATOTPETEL TNV AVATTLEN
JPpodcemv Kot TPOKAAEL TV ££0PAVIGT) TOV KPLGTAAA®Y KLGTIVNG LETE.
™V avantuér| Tovg, akoOpa Kot 6€ acHEVEIS [LE LaKPOXPOVIOL EKTETOUEVT
Bolepotnta tov kepatoedovs (Kaiser-Kupfer et al., 1987, Kaiser-Kupfer et
al., 1990). Avtég o1 Tapatnpnoeig emPefardvovial 6Tovg acheveic avTg
NG UEAETNG KOl TOPEXOLV LGYLPN LAPTLPIO VIO TNV ATOTEAECUATIKOTITO TNG
KLGTEAUIVIG TNV TPOANYT, EMPPEASVVOT KOl OVOGTPOPT| TV EEMVEPPIKMDV
EKONADCEMV NG KLGTIVOOTG.

[Mopd v amodederypévn dpdion tng Kuoteapivng, Atydtepot amd 1o Eva
Tpito TV aclevov pe pocyevpa veppob NTav og Béon va Tposaprochodv
o€ €va avotnpd Tpoypoppa Bepanciog e kKuoteapivn. Mepikol acBeveig
awoBavovtal 6t 1 (o1 toug £xel NoN emPopovviel oe ameAmioTikd Padbud amd
TG EMAVEIANUEVES E10AYOYEG 6€ NOGOKOLEI, TNV VITEPPBOAIKT
QoapuokevTIKn Bepameia kat Tig cvyveg emepPdoels. AAAoL moTeEHOLV
EGQAALEVA OTL 1] LETAPOGYEVGT VEPPOL gival BepamevTIKY| Y& TNV
Kvotivoon kot opiopévol gival apvnrikol. [d 6hovg Toug asBeveig
vavtia, 1 gpetol kot 1 yebhon Kabdg Kot 1) oGun TG KuoTeapuivng ivat
oyvpot amotpentiKoi Tapdyovies. Oaivetor OUOS T®G e LTOSTNPIEN Ao
10 TEPIPAALOV TOV 0.60EVOLG OAOL ALTOL 01 TAPAYOVTEG LTOPOVV VOl
avtipetomieovv pe emrvyio. H nlwcio évapéng e aymyng pe kuoteapivn
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etvat kePaAdO0Vg oNpaciog OTMG PaiveTal amd To HEYEIAO TOGOGTO
TOKTIKNG TPOGANYNG 6TV opdda acevav nhkiog 1 €wg 15 etv.

ap1Buoc afeveig pe acbeveic
acOevaov IKOVOTOUTIKN LE OVETTOPKT
LE HOGYEVLLOL TpodoAnym TpodoAnym
veQPOv Kvoteauivng Kvoteauivig
apBuodc acbevav: 36 11 25
1. ehottouévn omtikn o&vTnTo: 13 122 (4,5%)*  22/50 (44%)*
2. pwtopofio: 23 3/11 (27,2%)  20/25 (80%)
3. eupLYyo-Aopvyyikn dvoiertovpyio: 21 8/11 (72,7%) 13/24 (54,1%)
4. mepLpePIKn pomddeio: 12 511 (45,4%) 7/25 (28%)
5. yaotpoolsopayiky maAvopduion: 25 7/11 (63,6%) 18/22 (81,8%)
6. vroyovadiopde: 11 7/11 (63,6%) 18/25 (72%)
7. woovMvoe€aptduevog dafnng: 9 3/10 (30%) 6/19 (31,5%)
8. vobvpoediopnog: 31 9/11 (81,8%) 22/25 (88%)
9. vyog < NG SNG EKOTOCTION0G: 34 9/11 (81,8%)  25/25 (100%)
10. ypbvio dibppora.: 4 /11 (9%) 3/25 (12%)
11. eyKe@oAMKn atpoia.: 25 9/11 (81,8%) 16/25 (64%)
12. evanoBéoeic acfeotiov
OTOV EYKEQOAO: 8 2/11 (18,1%) 6/25 (24%)
13. vontikn kabvotépnon: 7 /11 (9%) 6/25 (24%)
14. katdOiym: 7 0 7/25 (28%)
15. avepyio/ekmandevtikn kabvotépnon: 4 0 4/20 (20%)

IMivaxag 14. TIpofAnpata vysiog acBevav pe poOcyeLLO VEQEPOD, NAKIOG
17 ¢ 34 et@v. *: apOuog oeBoAU®V e OTTTIKN 0&VTNTA {oM 1 KPOTEPN
and 20/50 (tpeig acbeveig elyav omtikn ot peyoivtepn and 20/50 ctov
00BOANO pe KaAdTePN Opaon). YToyovadiopog: otdolo Tanner ico pe 4 n
YOUNAOTEPO.
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[TpopAnuata vyeiog acBevov pe NK pe pocyevpo veppov,

niiog 17 éo¢ 34 etmv. Ot yaAdllot deikTeg avTITPoSOTELOVY 0GOEVEIS e

KavoromTikn Tpocinyn kvoteopiving (11 acBeveig). Ot kOKKvol deikteg
avVTITPOo®TEVOVV acheveic pe avemapkn tpdsinym kvoteapivng (25

aoBeveic).
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Y& aoBevelg Tov avEXOVTOL TN KLGTEAUIVY, Ol TIHES TG KVOTIVIG TV
Aevkokuttdpmv ghattdvoviat Katd 80%. Avt n eddttoon avtikotontpilet
avTioTOlYN EAATTMOOT GE TOPEYYVUATIKOVG 10TOVG oV Kot Ogv elvat Gopng N
axkppnc avaroyio katd 10td (Gahl et al., 1992). Eivar eddloyn n vedOeon oti
1 TPOOSEVTIKY| EMOEIVOOT TV eEVveEPPIK®V PAaPdV umopet va
mopepmodtefel n va emPpadvvOet pe KatdAAnin Bepaneio pe KooTEQUIVN.
Avt 1 vtdBeom dev pmopel va eleyyBel pe Ta Tapdvta otoryeio d1OTL 01 dVO
odoEG aoOEVMV e LOGYELLLO VEPPOD OEV ELPAVIGOV TNV 1010 GLYVITITO
eEOVEPPIKOV EMUTAOKDV KOTA TV 0Py TNG TOPAKOA0VONGNE TOVG GTO
KAwviké Kévtpo tov EBvikov Ivetitovtov Yyelag. Ent miéov, n didpreia
Bepaneiog (2 émg 6 £1) eivatl oXETIKA CUVTOUN GE GUYKPLOT] LLE TO YPOVIKO
SLAGTNLO TTOV aOLTELTON Y18 TNV EVATOOEoN KLOTIVIG 8 EEMVEPPIKOVG
161006 Ta dedopéva avtig ™G HeAéTng Ba amoteAéGovV YpNoYLLL
OLYKPITIKA oToryeio otV agloAdynon g KAVIKNG Topeiog vemTEPV
acBevav pe pokpoypovia Bepameio KuoTEAUIVIG.

AcOgveic pe Tpoipn Evapén ayoyng pe KvoTeapivy

OMot o1 acBeveic nlkiog pkpoTEPNS TV 15 £T®V TOL CKOAOVLOOVV CrywYN
LLE KLOTEQUIVT] £YOVV IKOVOTOMTIKY VEQPPIKT AglTovpyia. X’ avtd 10 6TAd0
™G HEAETNG lval ampOPAETTN 1 O18pKELD TNG OLUTHPNONG TNG VEPPIKNS
Aertovpyiog. Aéka mévte acBevelg avtg TG opdadag xovv oM veepPet ™
ovvN 0N NAkio avdmTuéng veppikng avendpkelag (9 £n).

H @ucioloyikn otadioxn ELATTOON TG ATEKKPIoNS POGPOPOL GTA OEKN
npmta £t g Long Tapatnpeitoan kot o€ acbeveic pe NK. Agv vmapyet
OLGYETION AVAUESH GE TPOGANYT AGPECSTION Kol PMOGPOPOV KO VEQPIKT
anékkpilon acPeotiov / KpeaTvivng 1 @cEOpOL / KpeaTvivig.

H veppw anékkpion acPestiov kot pocsedpov ivat vymidtepn tov
@LGLOAOY1KOV cuveneia Tov cuvopopov Fanconi. To chvopopo Fanconi tng
NK epgavilet 1dwaitepa yopaktpioTikd To 0Toic T0 S1PpopOTolovV Ao TO
ovvopopo Fanconi GAAnG autioroyiog. H andieia apvoéémv,
NAEKTPOALTAV, OAATOV, KapviTivig kot Koatog givar peyolvtepn ot NK.
Yreprapabupoediopdg sivar ouyvotepog. H cuyvotrta veppacPéctmong
etvar onpavtikd ynidtepn ot NK o€ chykpion pe dhieg artieg Tov
ovvopodpov Fanconi (Charnas et al., 1991). NeppacBéotwon g poehddovg
poipag éyet onpoctevdet povov pia popd oe acbevn pe voco Wilson kot oe
évav acBevn and 340 tepintooelg evniikov pe cuvopopo Fanconi (Hoppe
et al., 1993, Wrong et al., 1992).

Tpuavta mévte and toug 41 acbeveic pe emopkn veppikn Aettovpyia
EUQAVIGOV VENUEVT] NYOYEVELD TOL PAO10D TOV VEPPOV GTNV £EETOION LUE
vrepnyovs. H onuacio avtod tov eupnpotog Kot 11 GLGYETIGT) TOV UE TOV
kivdvvo avamntuéng veppacPéotmong eivar dyvootn. [epattépw
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TOPOKOAOVON oM VTGOV TOV acOevAdV evogyeTot va deiget 6T 1 avénuévn
NYOYEVELD TOL EAO10V £XEL TABOPLGLOAOYIKT) OMUAGia Kot Pmopel va, etvon
TPOIUN EKOAWDGT VTEPTOPAOVPOEIOIGLOD.

On eotieg veppaoPéotwong o acbeveic pe NK yevvnuévoug petali 1959-
1976 &govv ynAn meplektikdtta o€ acPéotio (Gahl et al. 1992, Bernstein
et al., 1998). H npotimapén evdg mpmToyevong mupnve KPLGTAAA®Y KUGTIVIG
¢ TpobmdBeon Yid TV emkdbnon ahdtov acPeotiov dev Exel amoderyDel
og VA6 Proyiog acbevov pe étog yévnong tptv 1o 1976 kot etvon Aydtepo
mOavn| oe acBeveic pe Tpoiun Evapén Bepaneiog pe kvoteapivny. H
evamoeon kvotivng 1 GAA@V aptvoléwv dev Bewpeitarl og attio TG
veppacPéotwong ot NK, 51011 o1 teprocdtepot acheveic NTav oe ayoyn pHe
KLGTEAWIVT), OTT(OC amodeiyOnke e Ta eTineda KVGTIVIG AEVKOKLTTAP®V. AgV
mopatnpOnKe Kopio cLGYETION PETAED VEPPACPESTM®ONG KO AVETAPKOVG
Bepamneiog pe kuoteapivn. O veppdg eivar emdekTikOc 6T Oepamneio e
KLGTEAWIVI KO 1] TEPLEKTIKOTNTA TOVL € KVoTiv B Empene va
EALOTTOVETOL LLE TNV TAPOSO TOL YPOVOL, EVMD 1 GLYVOTNTA TNG
veQpacPEéstwong avsavel pe TNV nAkio 6toug acbeveic avtg TG HEAETNG
(Gahl et al., 1986, Markello et al., 1993, Gahl et al., 1992). To gvdokvttépio
TEPPAALOV TOL GOANVOPLOKOD eMONAIOL GE 0GOEVEIC [le ETOPKT ay®YN LE
KuoTteapivn etvar ErebBepo omd KpuoTdAhovg Kuotivng. Ot Tpwtoyeveig
eotiec veppacPéotwong evromilovtol 6tov eEmkuTTdplo y®po. H eppdvion
TOVG aKOAOLOEL TNV EKONAWMGT TOL VIEPTAPABVPOEIIICLOV KOl OYETICETOL [IE
NV JITOPOYN OTNV VEQPPIKN OTEKKPLION AGPECTION Kot pOGPOPOV.

Ne@ppikn KuTTapik vEkpwon, elval pia cuyvn attia veppacPéotwonc. Ot
acBeveig OpmG aVTNG TNG LEAETNG ELYOV OLLOAT] VEQPIKT] AgtTovpyio Kot
Koppio évoeldn kutropikng vékpwong (Kuzela et al., 1977, Gimenez et al.,
1987). Ta moudrd pe veppaocPéstmon eiyov péon kpeatvivi) oppod
TOPOLOL0 LE OVTY] TOV TOOLDV YWPic veppacsPEoTmon, Tapd T HEYAAVTEPT
nAkio T@V TOdIOV e VEQPPACPEGTMOOT).

EvandBeon addtov acBeotiov ot Bacikr| pepfpdvn ivor Tpdipo svpnpo
veppacPéotwong oe acBeveig pe NK pe devteponadr| vreprapabvpoetdiopod
(Bernstein et al., 1998). H cuoyétion g anovciog veppacPEstmong Le
QLGLOAOYIKE emtimeda TapaBopurdvng vrodekviel TNV evanddeon aidTmv
acPectiov g 1o mAéov mpaipo maboroyud yeyovog (Iivaxag 13.).

H veppwm anékkpion acPeotiov givar onpovtikdc mapdyovtag Kivouvou yid
avamTuEn vePpacPESTOONG € T LLE VEQPOTAONTIKT KVOTIVOGN
(Wrong et al., 1976, Wrong, 1992). To acPéotio Kot 10 mGOOPIKE TV
oVpwV givor onuavtikd avénpéva e OAoLg Tovg acheveic, Wiaitepa 6N
puepn modkn nAkia (Ewkdveg 20a ko 20B.). Or Adyot acPestiov /
KPEATIVIVIG KOl QOGPOPIK®Y / KPEATIVIVIIG NTAV YNAGTEPOL A0 TOVG
OVOLLLEVOLLEVOLG V1A TNV NAKIO TV TOOIDV LE VEQPAGRESTMON).
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Daiverar 611 acbeveig o peyaldtepo Kivovvo Yy avamtuén
VEQPPAGPRESTOONG EULPAVILOVY LEYAADTEPEG CLYKEVTPMOELS 0oPECTION KO
POGPOPIKAOV GTO 0Vpa LLE TNV TAPO0d0 TV £T®V. H kpeatvivi ovpwv
YPNOLOTOIEITAL GLY VA WG TAPOVOUAGTNG G LETPNGELS AMEKKPIONG
aGPecTiON Kol QOSPOPOL S10TL S10pBDVEL TNV aVOpO10YEVELD 6TO PEYEDOC
TOV 0c0evAdV Kol Eivol TPAKTIKE YPTOUN OE TEPITTMGELS LE OTEAELG
oLALOYEG oVpwV. O AOYOL aoPesTion / KPEATIVIVIG KOl POCPOPIK®V /
KPEATIVIVIIG OUMG dEV elval EVOEIKTIKOL TOV OYKOL TV 0VP®V, 0 000G elval
ouyva 3 €wg 7 AMtpa v nuépa o acbeveic pe kvotivwon. H vymin
oLYKEVTPMOT acPeotiov elval TEPIoGOTEPO KAOOPIOTIKY Y14 TN dNUovpyia
eotiog KpuoTdAAov pwcpoptkoL acPeotiov (Pak, 1969). Xtovg acbeveig
QLTINS TNG LEAETNG 1) CLYKEVTP®OT| AGRECTION Kol POGPOPOL 6T 0VPaL
ovoyetiletan pe v avhmtuén veppacsPéotmong (Iivakag 11.). O
TPOGOOPIGHAC TNG GVYKEVTIPWOONG OGPECTION Kol QOGPOPIKMV GE 0VPOL
24mpov avtikatontpilel v PapdnTa TG anmAElng acfectiov Kot
POOPOPIKAOV GTO OVPOL KOl KOTE GUVETELD TOV KIVOLUVO Y18 avamTuén
veppooPEéotwong, aALd elval TPaKTIKE SOVGYEPNS OTA AL AVTN 1| GYEoN
YIVETOL TEPIOCOTEPO EUPOAVIG LE TN UEAETT TOV YIVOUEVOD OTTEKKPIONG
aGPECTION / KPEATVIVIIG X POCPOPIKAOV / KPEATVIVIG. AVTN 1) TOPAUETPOG 1|
omoia dev &xel pehetnBel o€ PLGIOAOYIKA TTALOLA, EAATTMOVETAL PE TNV NAKia
o€ acbeveig pe kvotivoon. AcBeveig pe Bapeld veppacPEéstmon Eyovv
ywoépevo 10,3 otn péon niikia towv 6,4 etdv, acBeveic pe petpiov Paduov
veppooPéotwon eppaviovv yvopevo 9,1 ot péomn nhkio tov 6,9 etodv Kot
aoOeVEIC Le PLGLOAOYIKO VTTEPTXOYPAPT LD TTOPOVGLALOVY YIvOuEVO 7,8 61N
péon niia tov 5,1 etdv (Ewdva 21.). Avtég ot péoeg Tipég eppaviCovv
HeyoALTEPN O10popa od TN péom T acPeotiov / kpeativivig X
POGPOPIKAV / Kpeativivng Yid v avtictoyyn nAkio o€ GUYKPLON LE TIC
TIEG aoPectiov / KpeaTvivng Kot pOo@opik®V / KpeaTvivg yia acbeveig
ne Papetd, PETPLO VEQPAGPREGTMOT KOl PLGLOAOYIKOVG VEPPOVLS KoL TN
dpopa Tovg amd TN péon T Yid v nhkia. O deiktng acPéotio /
KpeaTvivn) X poo@opikd / kpeatvivn glvat ypnoiog 6T mopakoAovinon
G OTAOAELNG AGPESTION KAl POCPOPIKMY GTOL 0VPO, KO TNV EKTIUNOT TOL
KIVOUVOL Y1l TNV avATTLEN VEPPUGPESTOONC.

H 1d0om 10V 00pev pe vynin cuykévipmon acPesTion Kot pOGPOPIKAOV Vi
oynpoatifovv eotieg kpvotdAlwv avédvetal oe aikaikd pH (Pak, 1969,
Wrong, 1992). Avtifeta, to 6&vo pH oVvpwv amotpénel m veppacPéotmon
N omoia TpokaAeital amd TV evamdbeon poceopik®dv aidtwv (Alon et al,
1993). To pH o0pov tov ac0svdv ovtng TG 6EpAg eivol AKOAIKO e TIES
7,5 ém¢ 8,1, 0yt povov Adym g ammdAglag 0Eivev avlpaKkik®v amd o
veQPIKE coANVapLa, aALd eTiong AOY® TNG TOPATETAUEVIC TPOCANYNG
KITPIK®V, 1 omoia givan 5,3 mEg/yimoypappo Bapovg/muépa (Iivakag 11.).

H niwia givar o mhéov 1oyvpdc mapdyovtag Kivddvou Yl TNV avantuén

veppooBéotwonc. Me v mapovsio YnAdv GUYKEVIPOGE®V acPECTION Kot
POOEOPIKAOV Kat pe oAkaAkd pH ovpav, n veppacBEstmon tng HLEADOIOVG
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poipag emdEVOVETOL TPOo0dELTIKA. Movov éva amd to 18 Toudid pe emapkn
veQpIKN Aettovpyia nAkiog Kdtm TV 7 €TV giyxe veppoacPéoTmon, o
ovykpion pe 7 amod ta 23 avo tev 7 etov. H napodoa perétn vrootnpilet
OTL TEAIKA OAOL 01 aieBevelg e KuoTivaon dlatpéyovy Tov Kivouvo
avanTuENg veppacPBEéotmang pe v TpExovca Bepamevtikny aywyn. H
ovYvOTNTA TNG VEQPOSPESTMONG GYETICETON AUEGH LE OVO TAPAYOVTES: TN
oLYVOTNTO TOV VREPTAPAOVPOEISIGHOD KoL TV TAPOSO TOL XPOVOV.
EBdounvta to1g exotd tov acbevav pe ynid eninedo moapabopuovng Ko
veppoyevovg cAMP/GFR glvar nhkiog dveo tov 10 etdv. H attiohoyikn
oyxéomn HeTasy VIEPTaPaBLPOEIICUOD Kol VEQPACPESTMONG Elval YVOOTY
(DiGeorge, 1983). Ta aitio Tov vepmapabvpoedicon oe acbeveig pe NK,
LE EMAPKT VEQPIKT| AetTovpyio ¥pelalovTol TEPUITEP® OEPEVLVTOT] KO
umopet va givan ave&aptnto g NK 1 Tov suvopopov Fanconi. H Bepamneia
He aoPBECTIO, POOPOPIKA KOl KITPIKA AANTO GUVEIGPEPOVY GTNV EMOEIVMOT)
™G veppooPestdong.

Taxtucog EAeyY0G e VITEPNYOVG, TOLAAYIGTOV KT  £T0C EMPAAAETAL GE
OAovg Tovg aobeveic nhikiog dve Tov S etdv. Ot TAPAUETPOL ATEKKPLONG
AGPECTION KOl QOGPOPIKMY KOl GLYKEVTPMONG AGPECTION KOl POOPOPIKDV
EVOEIKVLVTOL TNV TOPAKOAOVON OGN avTdV TV acbevdv. Ot Adyol
acPeoTion / KpeaTviving, POCPOPIKAOYV / KPEATIVIVIG KOt TO YIVOUEVO TOVG
KOl 01 KOUTOAEG ATEKKPLONG TTOV TOPOVGLALOVTOL GTIV TOPOVGO LEAETN
UITOPOLV VO, XpNGHOTON 000V Y1d TOV EVIOTIGHO aclevdv g avénuévo
kivdvvo y1d veppacPéotwon (Ewkdvec 20 ko 21.).

H Ogpancia pe poopopikd, acBéotio, Prrapivy D ko kitpikd Ba mpémetl va
TEPLOPIOTEL OTIG EAAYLOTEG OOGELC. XE TEPIMTAGELG OOV O PAYLTICUOG fvat
v EAeyyo Ko o1 acBeveic Tpooeyyilovv TV OAOKANP®GOT| TG CKEAETIKNG
avATTLENG, 1) O10KOTN TNG OYWYNS LE POGPOPIKA Umopel vo BewpnBel cav
evoedetypévn poktikn. Kabmg n xuotivoon eEglicoetan 6 vOGo TV
EVNAIK®V, TAPOUOLES OMOPAGELS Y10 O1KOTN 1) EAayloTOomoinon Bepameiog
VTOKOTAGTOGNG TOV VEPPIKMV OTMAEI®V EVOEIKVUVTOL Y10 OAOVG TOVG
Qoppokevtikovs Tapdyovieg oe xpnomn (Theodoropoulos et al., 1993). Ot
Adyol acPeotiov / KpeaTvivng, POCEOPIK®Y / KPEATIVIVIG Kol TOKTIKOT
npocolopiopol mapabopuovng kot cAMP/GFR givon ypiopot oty
mopakoAoVONon T oTadlakng peimong g Bepanciog pe acPéotio,
POGPOPIKE Kol AAKOAOTOMTIKOVS TAPAYOVTEG, 1| OTTOL0, ATOGKOTEL TNV
OMOTEAECLOTIKT] AVTIUETOTICT TOV VEPPIKADV OTOAELDV TOV GLVOPOLOV
Fanconi kot amo@uyn g veppacPéotwong.

Ocov agopd ™ Prrapivn D, kavelg acBevig dev Bpédnke va Exet enineda
YOUNAGTEPO TOV PLGIOAOYIKOV. Entineda avadtepa ToL LGIOA0YKOD
Bpétnkav oe 19 and 36 acbeveig mov elyav perpnoelg Prrapivng D. Aéka
okt acBeveic pe vrepPrrapivoon D (95%), Nrav nhkiog pukpdtepng tov 9
etov (ITivaxoag 10 kot 12.). TTapd v EAAelyn 1KAVOTOMTIK®V GTOLYEI®V
oL va cuoyeTilovv Vv vepPrrapivioon D pe ™ veppasPéotmon g NK,

97



eAAYLOTOTOINON TNG 00GOAOYING KOt TOPAKOAOVONON e LETPNOELS TNG
Brrapiving D tov opov sivar omapaitntec.

Mia evdlapépovca eEEMEN GTNV AVTILETOTION TNG VEPPAGPRESTOONG UITOPEL
va glvar 1 gpron g woopebakivng, n omoia mepropilel v acPestiovpio
Kol ExeL oM omodeyDel xpoUN OTNV AVIIUETDOTICT] TOV
yevdovmoardoatepovicpov g NK (Shalev et al., 1994). [lepartépw

ap1Buoc afeveig pe acbeveic
acOevaov IKOVOTOUTIKN LE OVETTOPKT
Le VEQpIKn TPOGANYN TPOGANYN
emdpKeln KvoTteauivng KvoTteauivng
apBuodc acbevav: 41 35 6
veppooPéctmon: 26 (63,4%): 23 (65,7%) 3 (50%)
oavEnuévn nyoyévela vepptkon erowov: 28 (68,2%): 24 (68,5%) 4 (66%)
veppoMBioon: 5 (12,2%): 5 (14,2%) 0
VOPOVEQPWON: 1 (2,4%): 1 (2,8%) 0
owtoofia: 14 (34,1%) 11 (31,4%) 3 (50%)
aofuo: 7(17%) : 5 (14,2%) 2 (33,3%)
YO.OTPOOLGOPAYLKY) TOAVOpOUNoN: 12 (29,2%): 9 (25,7%) 3 (50%)
Séppoua: 3 (7,3%): 1 (2,8%) 2 (33,3%)
VWog < g S1¢ eKoTooTINiNG: 30 (73,1%): 24 (68,5%) 6 (100%)
vrofupoedionde: 3 (7.3%): 2 (5,7%) 1 (16,6%)
woovAMvoe&aptmpevog dtafrng: 1 (2,4%): 1 (2,8%) 0

IMivaxag 15. TIpopAnpata vyeiag 35 acOBevav pe NK kot emopkn veppikn
Aertovpyia, nAkiag 9 unvav g 15 etov. [locootd acbevav ce
napevBéoeis. [eprhapfavovror €61 acBevelg Le averapkn TpOGANYN
Kvoteapivne. Opiopéveg mtadnoelc pe avénuévn cuyvotta oe acdeveic pe
veppkd OGO, OTMG 0PBAALOTABELD KOt VTTOYOVAIIGUOG, OEV
nmopatnpnOnkav (Ewova 21.). [Tabnoeig pe avénuévn cvyxvotta ce
eEVIAIKES 000gVElS, OTMC EYKEQPUAIKN aTpoPia Kot TEPLPEPIKN LvomdOeia dev
mopatnpnOnkav. Nontikn kabvotépnon dev mapotnpnonke.

perétec otnv mabopuotoroyia e veppacBEéoTmong ivorl amopaitnTes yud
va omovtn0el To EpOTNUA EAV O TEPLOPIGHOG TNG acPesTiovpiag N M
TPOTOTOINGCT TNG VEPPIKNG COANVAPLUKNG EXTAVAPPOPNONG TOL 0GPECTION
etvat 1 evOedelyévn GTPATNYIK V1A TNV OVILETOTION TNG
veppacPéotwong. Ao Tig perétec autéc Ba eEaptnOel n dSrovpnTikn aywyn
(Be10ideg EvavTt SOLPNTIKAOV OLYKDATNG) V1A TNV OVTIUETOTION TNG
VEQPPAGPESTOONG,.
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Eivar a&loonpeimtn n oyetikd yopnAn cuyxvotnta EMTAOK®OV 01 0ol eivat
yapaktnplotikes g NK, onoc potopofia (34%), uetwpévn ontikn
o&vmra (0%), kot vroyovadiopog (0%) o acbeveic mov Ppiokoviot oe
aywyn pe kvoteapivn (Iivaxog 15.). Hopd v epedvion Kot avEovopevn
CLYVOTNTO OVTOV TOV EMTAOK®V LE TNV TPO0dO TG NAKiNG, N Tapovsio
TOVG €Yl TEKUNPLBEl 6 NTieg popég oe asbeveig g oyoAKn g nAkiog. H
TpOIUN Evapén Bepomneiog e KVOTEAUIVY £YEL GUVEIGPEPEL CNULAVTIKG GTNV
peltopévn ovyvotntd toug. Kpvotaiiot kuotivng epgavifovior cuvinbmg oe
nikio 1 €tovg kot eivar Tapdvteg oe OAOLS Tovg acbeveig nAikiog 15 etdv
yopig Bepamneia pe kvoteapivny (Kaiser-Kupfer et al., 1986, Gahl et al.,
1995). H anovoia tovg o€ opiopévoug acbeveic nhkiag 1-15 etov givan
EVOEIKTIKT TNG ATOTEAEGLATIKOTNTOG TNG TOKTIKNG TPOGANYNG KLGTEANIVING
a7t TOL CTOUATOG Kot OPOUALIK®OV 6TayOV@V. [0e®ONG pLOUOG EVOTAAAAENS
oTayOveV Kuoteapivng etvatl 10-14 popég nuepnoimg. Agv eivatl dvvatn n
a&loAdyno” TG TOKTIKNG EVOTAAAAENG OTAYOVDV LLE EPYACTNPLOKT LEBODO,
oA 31 amd Toug 41 acbeveic avagépovv 10 1 mepiocdTEPES POPES
nuepNcing kot 6A0t 01 acOeveic avaPEPOLY TOVAAYITTOV 6 POPES TV NUEPA.
H gvkolia yopriynong t@v otaydovmv 6 GUYKPIoT HE TNV OO TOV GTOUOTOG
aY®YN LE KVOTEAUIVT] KOOMG KOl O OVOCTPEYILOS YOPOKTNPOG TMV
OAAOLDGEMV TOV KEPATOEWDOVG EXOVV avAyeL TNV KepaTonddeila oe EAACCOV
TPOPANUO TNV AVTIUETOTION TNG KuoTivoons. Kapia amd tig Papetég
oPOoAIKES emAOKEG TOV TTapoTpONKaV o€ acBeveic pe pooyevpa, OTMG
JLUTPNOT KEPATOELDOVG, YPOVIEG EEEAKMTELS Kol AOYUMEEIS 1] AKOTACYETES
apoppayieg dgv mapatnpnOnkav oe acheveic nAikiog 1-15 etdv. Kaveig
acBevg AVTNG TNG OEPAG OEV EULPAVIGE CIUAVTIKY] HEIWMON TNG OTTIKNG
o&vmrog, aAloiwon otV aviiAnymn ypoUdToVY, 1 VOKTOAOTIO. Addeka
acBeveig etvon nlikiog dve tov 10 etdv, mov givar 1 cuvnOng nAio
évapéng anmdAielog g Opaocns. Mia perétn 16 moadiov pe Kvotivoon,
onpoctevpévn to 1981, £de1Ee onuovTikn EAATTOOT TG OTIKNG 0EVTNTAG
o€ 3 aofeveic Kot OVOUOAO NAEKTPOOUPIPANCTPOEDOYPAPT|LO GE 8
acBeveig (Broyer et al., 1982). AcBeveic e pUGI0AOYIKT OpAGT) KOt TPDOIUES
aAAOIDGELS G€ NAEKTpoapPBANGTposdoypdenua £xovv avoeepbel (Gahl et
al., 1995).

H ocvyvomta vrobupoetdicpov sivor onpovtikd erattopévn o acbeveig pe
mpaiun Evapén Bepomeiog pe kvoteapivny. YroBvpoediopog dieyvoodn oe 3
acBeveig avtg e opddog (7,3%). Mio morodtepn perétn o 15 acbeveic
nikiog 1-13 etov, diéyvoaoe vroBuposdiond oe 3 acbeveic (20%) (Chan et
al., 1970). H mpoodevtikn avdntuén kot emdeivwcn Tov vrodupoetdicpon
pe v Tpo0ooo TG NAkiog eEnyel T0 oNUAVTIKA VYNAOTEPO TOGOGTO
vrofupoedicpov e aobeveic pe pocysvpa (86%).

To vyoc acBevdv 6 aymyn pe KuGTEQUIVI VITOAEITETOL TNG SMG
exatootaiog 0éomng, aAhd avédvetar otabepd mapdAinia pe avtm. Tpldvra
€val To1G €KOTO TOV AGHEVAOV e VEQPIKN ETAPKELN GE TUKTIKT OLy®YN UE
Kvoteapivn Exovv HYog peyaldtepo ™G SNe ekatootioiag Béong oe
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ovykpion pe 18% twv achevav pe pooyevpa veepob Kat Oy Evopén
Bepamneiog kot 0% tov aclevav pe HOGYELILO VEQPPOD KOl AVETAPKT)
Bepaneia pe kvoteapivn (Iivaxog 14 kon 15.). To dyog acbevav oe aywyn
pe kvoteapivn elval onuaviikd BEATIOUEVO GE GYEoT HE AVTO TOV aoHEVOV
mov yevvnOnkav oty mepiodo 1959-1976, Bpicketan kovtd ota dpila Tov
(QLGLOAOYIKOV Kot ERPAVILEL YOPAKTNPLOTIKEG TEPLOSOVS AVATTLENG TTOV
etvat avAoYeg e TNV YPOVOAOYIKT NALKIN TV acBevdv Kot etvat
TOPAAANAEG LE AVTEG TOV PUGIOAOYIKAOV TTadt®V (Ewova 19.). Avti n
“opoiomoinon” TG KOUTOANG avATTLENG TTapaTnPEiTAL Y1d TPDOTY POPE e
ToVG aebevelg avTng TG GEPAG Kot eivort EKONAN aKOpa Kol Yid Tovg
acBeveig o Oy N un taxtiky Bepomneio pe kooteapivn. H onpoascio avtng
™G HETAPOANG umopel va kTN Oel pHeTd amd avacKOTNOoT T®V 0E00UEVOV
avantuéng acBevdv mov dev vToPANONKavV ToTé o€ Bepameio pe KuoTEAiVN
(Gahl et al, 1995). H peAlovtikn xpnom avENTIKNG OpUOVIG OTO TOOLA LUE
KLGTIVOOT avoUEVETAL VO BEATIOGEL TO TEAMKO VYOG G emimedo vYNAOTEPQL
™G Sn¢ exartooTtiaiog BEomg.

Eivar evBappovtikh n dwamictwon 0tL 6Aot o1 acbeveig nhikiog pkpodTepng
TV 15 etdv cvveyilovv Tig 6TOVAEG TOVG Kot Kavelg dev ypetdleTan
waitepa kat’ olkov podnuata, 6° avtiBeon pLe To oNUOVTIKA TPoPA LT
TapoKoAovONoNG LabnUATOV ToL glyav avTILETOTICEL 01 acBeveic TG
Topvng NAkiog Tov 17-34 etdv. Ta gvpruota e Topovcas LEAETNG
emPefardvouv TPonyovUEVES EpYOTiES, O1 0Toieg Voot pilovy TV Evapén
TPAOTUNG Oepameiag e KVOTEAUIVN Y10l KAAVTEPO OATOTEAEG LT, GTNV
avamtuén Toddv pe Kuotivoon (van’t Hoff et al., 1991). Emuthokég dnmg
EYKEPAAKT aTpOQia, TEPIPEPIKN HVOTAOELN Kol TOPAAVOT), Ol OTOIEC OE
acBeveig pe pocyevpa veppov Bpédniay va £xovv avénpévn cuxvotnta 1e
™V Tpo0do TG NAMKiNG, EVOEXETOL VO ELPAVICHOVY apyOTEPQL.

H mpdoinyn xvoteapivng oty opdda TV vewtépmv achevov sivat
KOVOTTOMTIKY HE povov 6 acBeveic amd 1o chvoro twv 41 va gppavifovv
eEAMMT TPOGAN YT, OTTG amodelyOnke pe Tov KaBoplopd EMMEOWV KLGTIVIG
TV AevkokLTTApV. H 6OyKpIon TV EMmAOKOV auTtdv TV acevodv 0TV
Ba £xovv cuuTANPOGEL TNV TPitn deKaETiO LE TNV TOPOVGO Opdda TV
eVNAlK®V Ba amoddoel ToAVTILEG TANPOPOpPIES Y14 TNV a&loAdynon g
LOKPOYPOVIOG XOPNYNONG KUGTEQUIVG.

Khvucn mopeia

H dudyvoon e NK yiveton ofjuepa 6g pikpdtepn nikio € cOyKpIon He 10
mopeABov (ewoveg 10 kar 17.). [Tapd v avantoén e€elnmuévov
EPYACTNPLOKOV HEBOSWV 1) KAVIKY] TOPATHPNCT KOL 1] ETLOVI GTN
depedvnon maboroyikav evpnudtov eivar avaykaieg ya ) odyvoon. H
NK elvar o ondvia mdOnon mov teprAapfavetor on Stopopikn
dyvemoTikn g YAvkoLovpiag Kot bToTpomalOVI®V TUPETIKAOV ENTEIGOIMV.
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INUOVTIKEG OPOLOTNTES £(0VV TTopaTnPNOEl oTNV KAWVIKN TapovsiooT pe v
Yvyyeviy Emveppidwokn Yreprniacio kot to chvopopo Bartter.

H evepyetikn enidpaon g KLGTEQUIVIG £IVOIL OTLLOVTIKT OKOLLO KO OE
acBeveic otn devTepN Ko Tpitn dekoeTion TG LONG e LIKPO GYETIKA
donpo emapkoVs TpdoAnyng (2-6 £ y1d 10 and toug 11 acbeveic) ko
elaoTIKA kpLTnpla Oepaneiog (nu-kuotivn Aevkokvttdpwv <3,3 nmol/mg
TPOTEIVNG, £VOVTL TOV PLGLOAOYIKOV 0,2 nmol/mg tpwteivng). Eivan
oitepa vOlaPEPOLTA 1 TapaTHPN oY OTL acbeveig mov dpyicav Bepameio
OTNV TPOGYOMKN — TPOIUN GYoAKN NAkia epeavilovy emapkn TpOGANYN
Kvoteapivig o€ m0cootd 85% £Evavtt 30% tav evnAikev e Kuotiveon ot
omoiot dpytoav Bepaneio otV epnPeia n otnv tpitn dekaetio g Long. Ta
KPLTN P10 ATOTEAEGHATIKOTNTOG TG Oepomeiog elvatl avoTnpOTEPA GTOVG
acBeveig nAiciog 1-15 etdv. BeAtiopévn avektikdtnto 61N dSucocpio Kot
YeLOT TG KuoTeauiving mopatnpeital pe Evapén g epaneiog oty Tondkn
nAwioL.

H tmpnon evog Taxtikov mpoypapotog xopynons KuGTeapivng amd Tov
OTOMOTOG Ko e 0PBaAUIKEG oTOryOVEG 6TOVG 0ieBeveig nlkiog 1-15 etodv Oa
dMGEL TOADTIHES TANPOPOPIES Y1d TNV EEMEN TOV EKINADCEMY TNG
KLGTIiVOOoNG TOV EUPOVICOVTOL KOl ETOEWVMOVOVTOL LE TNV TPOOSO TNG
nAkiog 6Tmg pvomadeto Kot yKe@oAkn atpoeio. Ocov apopd v
dtnpnon g Opaong, Aettovpyio Tov Bupoeldovc, avanTLEN YOVAd®YV,
VONTIKN AElTovpYia Kol GKEAETIKT avamTuén, N feltioon mov Tapatnpeiton

LLE TNV XOPNYNON KLGTEAUIVIG Elval ELOAVTC.

Enuovtikog apfpoc acbevov (10,3%) akorovBolv “evalAaKTiKES LOPPES
Bepaneiog” mapdAinia pe v gvdedetypévn ayoyn. H dtuenqunon avtdv
TOV TPAKTIKADV, 0 KEPOOGKOTIKOS TOVG YOPOUKTNPAS KOl O OVGUEVEIS
EMNTOGELS TOV £XOVV oyolacHel. Mepida TG aTpikng KowvdTTag,
ocvuneptrappovopévng g Apepucoavikng Axadnuiog g Iodrorpikng
(American Academy of Pediatrics) kot tov Apepucovikov latpikov
YvArdyov (American Medical Association), €ivoil OVEKTIKY] OTEVOVTL OTIG
TPOKTIKEG OVTES KL EK TOV TPOYUAT®V dSLGYEPAIVEL TNV THPNGT EVOC
TOKTIKOV oynuotog Oepaneiag kot evhappuvet ) dnuovpyio apeifoildv
Kot ovyyvoewv (AMA, 1998a,b). H otdon avtdv tev popémv gival
eCapeTikd emPAafnig oty mepimtwon acHevdv pe omaviec TabNcELS o
omoieg avtipetonilovtat pe kavovpytes popeés Bepaneioc. Ta
QVTIKPOLOUEVA UNVOHOTA TTOL divovTol 6Tovg acfeveig e KuoTivoon Aoy
g EAAElYNG epmelpiog o€ autn TV TdOnon ond v TAsoyneio TV
WTPOV 1 AOY® OIKOVOUIKAOV OVTIKIVATPOV TV NOCOKOUEIDV Kol T®V
[3pvpdTmv mov Tapéyovy epovtida Yid YPOVIEG TAONGELS, EXOVV OPVNTIKN
enidopacn 6to NOIKO TV acHEVOV KOl TOV OIKOYEVEIDV TOVG. TNV
nepintwon g kvuotivoong 1 Bepaneio aviypetonilel emmnpdcobeteg
dVOKOATEG AOY® TNG YELOTG KOl OGUNG TNG KLGTEAUIVIG TOL dLGYEPAivOVY
TNV TOKTIKT XOp1YNoN G, Wimg ota xpovia g epnPeioc. To 1060016 TV
acBevov pe KuoTivoon Tov akolovBohv “evallokTikég LopPEg Bepameiog”
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dev gtvar vyMAdTEPO I AT TOL YEVIKOL TANBVGHOV TV Hvouévov
[ToMzewmv (10,3% évavtt 20-25% ywo 1ig HITA). AcBeveig pe ypovieg ko
OTAVIEC GLYYEVEIG TaONGES OUWG, Eival WlaiTteEPO EVTPOGPANTOL KOl
emppeneic oe avevOvvoug melpapotiopovs. H EAdetyn emoryyeALaTikng
TANPOEOPNONG UTopel va £xEL GLUVERELES GTNV TP oM TG Bepaneiog. H
amodoyN “EVOAAIKTIKOV HopP®V Oepameiag” Kal 1 TEPUTEP® AuPLoPnTNnoN
1OV KVPOVLG NG latpikng oe acbevelg e Khoviopévo noikd, Exet
KOTOOTPOPIKA amoTEAEGHOTO KOODC avTol o1 acbeveig cuyvd odnyovvrat
otV TavteAn otépnon atpikng nepiboaiyng (Theodoropoulos, 1998b,
1998c, 1998d).

AV0OGOLOYIKEG TO.PATPNOELS

KpbHotarrot kuotivig Bpickovtal ota tpddpopa KHTTOPO TOV HVEAOD TV
oot®v. Eivan a&loonpeiwtn 1 EMEWYN KAWVIKNG CUUTTOUOTOAOYING 0T TV
KOTOGTOAN TOL HVEAOV AGY® TNG TOEIKNG OpAoNG T®V KPLGTAAA®V
kvotivng. [Tapd ™ ddyvoon avapioc, Aevkoneviag 1 Opopforeviag katd
™ S1apKELD AOUDEEMV 1 GAADV EMTAOK®V 1 KLUTTOPIKT TOPOYMYN KoL 1
duapkela {oNG TV KLTTAP®V €V TOPOLGLALOVY GNUAVTIKES SLOPOPES Omd
GAdeg ypoViec mabnoeLs.

Ta Avcocopato £xovv pio CNUOVTIK] GUVEIGQOPE GTNV TOPOYMYN
avTlyovev 1otocuufPatotnrag 2ng 1aéng (major histocompatibility complex,
MHC class II). Avtd ta avtryova mapdyovtotl Petd amd vdpoAivomn eEmyevmv
TPOTEIVAOV 01 OTO1EG KATAANYOLV GTOV EVOOKVTTAPLO YDPO UETH Ad
evookvtTmon. H didonaon og moiv- Kot oAryomentidwn pmopei va
oAoKANpwOel ot evoosmdpata. To AVCOGOUOTO GUUUETEYOVY GTO EPYO TNG
drbomaong o€ pkpotepa mentiotn. O pOAOS TOVG APOPA TN GLYKEVTIPMOOT Ko
TNV To0TNTO TOPAYOYNG TOV KPOTEPOV AVTOV TENTOiwV. Ta mentidln
teMkd deopevovton amd pope MHC 2ng 1aéng Ko petapépovtatl otny
eEMTEPIKT EMPAVELQ TNG KLTTOPIKNG HEUPPAVIG OOV TTapovstdlovtal 6Td
“Bondntcd” CD4+ T Aeppoxvttopa (Ewdva 25.).

Awtapayég avToh TOV GUGTHLATOS 0OTYOUV GE AVOGOUVETAPKELN Kot
veomlacia. Agv vapyetl Kopio EVOEIEN EANTTOUATIKNAG OVOYVMDPLONG Atd
CD4+ AeppoKkDTTOPN 1) OVOGOUVETAPKELLS YEVIKO GTNV KUGTIVMOT. Agv
&xel mopatnpnOel avénuévn cvoyxvotta Kakondeudv, vosmv Tov KOAALYGVOL
N avtodvocwv tabncewv ot NK. H napdrtaocr (ong tov aclevov pe
KLGTIVOOT EVOEYXETAL VA OVAOEIEEL AVTES TIC OATOPAYEG OE TPOLY LOTIKL
TpoPANaTe 6TO HEAAOV.

AWQOPEG GTNV AVTILETAOTIOT| THG KUOTIVMOOTG 0EV GLVOOEVOVTAL OO
EUPAVEIC O1POPEG OTNV 0vOsOAOYIKY| a&loddynon Tov achevov. AcBeveig
[e poOGyEL O VEQPOD, acBeveic e pooyevpa Kot KaBuotepnuévi M
Bpoayvypovn Bepamneio pe kKuoteapivn kot acBevels e veppikn endprela Kot
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Ewova 25. H onposcio Tov AVGOCOUAT®V TNV TOPAY®YN OVILYOVOV
MHC 20g t6éews. Ta popra MHC 2ng 1aéng mpoépyoviar omd eEmyeveic
TPWTEIVES, 01 OTTOIES PETA A0 EVOOKVTTMOT, SIUCTTOVIOL GE 0VOGOYOVOL
TMENTIOL 6TO E6MTEPIKO TV evoocwpatwy. [lepartépw didomacn oe
oAtyomentidl akoAovBel 6td Avcocmpata. Mikpol peyébovg mentidw
EMOVELGEPYOVTOL OTO EVOOSMUATO OTOV akoAovBel chvinEn e ta KuoTiow
T omoia petapépovv popta MHC 2n¢ t6énc. To ovumieypo avosoydvou
nentidiov — MHC popiov 2n¢g 16Eng KaOnilovetor oty e£®TEPIKN EMPAVELL
™G KUTTOPIKNG LEPPPAVIG HETA atd cHVINEN TOL EVOOCHOUATOS LE TV
Kuttopikn pepPpdvn. To coumieypa tentidiov — MHC popiov 2ng tédéng
avayvopiletor amd CD4+ T Aeppokdtrapa.

npoiun Evapén Bepomeiog pe Kuoteapivn epeaviCovv Tapdpota evpiuaTa.

Mia mBavn e€nynon etvar 6Tt évag pikpog apludg AvGOoOUATOV
TOPOAUEVEL EVEPYOC GE 0o0eveig pe pakpoypovia €kBeon oe YnAEG
OLYKEVTIPAOGELS KVOTiviG. Mia dAAN mBavoTTa givor 6Tt To EVOOCOUOTO, TO
omoia elvatl AryotEPO gvaicinTA 6T CLGGOPEVOT KLOTIVIG, £ivar og BEon
Vo SIEKTEPALMGOVV T J1AoTOoT Kot EMeCepyacio TV eEMYEVOV TPOTEIVOV
Y®PIG TN CLVEIGPOPA TV AVGOCOUATMV.

MopakorovOnon acOevov

Me Bdon Tic TapatnpfoELS 0VTHG TNG LEAETNG TTPOTEIVETAL TO AKOAOLOO
oYNMO LOKPOYPOVIOG TapaKoAoVONoNG:

o) KA a&lohdynon and tov Bepdmovta watpd kabe 1-2 pnveg pe
Wuaitepn TPOGOYY G KATOYPOUPY] TOV TAPAUETP®V aviaTTLENS (VWOC,
Bapog, mepipeTpog KEPAANG).

B) E&étaon tov opBaipmv yid mpdipn ddyvoon evandbeong
KPUOTOAA®V KUGTIVIG GTOV KEPATOELD].

Y) Evapén Bepanciog apéowg petd m ddyvoon. Le acbeveic pe
O1KOYEVELNKO 10TOPIKO Kol d1dyvmaon ot Ppepikn niwia, n Oepaneio pe
Kuoteapivn Tpémetl va apyilel 6TOVE TPMOTOLS UNVES TG CoNG.

d) Yvlfon pe Tovg yoveig yid v mopeia TG vOGOL Kol TIG
OVOUEVOLEVES EMTAOKES Elval amapaitnn o€ cuyvd dtactiuata. Ot yoveig
TPEMEL VO, KOTOVOT|GOVY TOV TOAVGUGTNUATIKO YOPOKTNPA TG VOGOL Kot
™V ToAlomAn Tpocéyyion g Oepanciag. H Bepaneio tng Kuotiviwong dev
e€avtielton Le TN HETAUOCYEVOT) VEQPOD 1) TNV Oy®YN LE KUGTEQUIVY.
[MapdAinia pe v evnuépmon, éva aicOnuo OtKoaoAoynuEVNS atetodosiog
npENEL VoL KOAALEPYNOel.
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€) Taxtucég emaeEs e daoKAAOVG Kot Kadnyntég ypetdlovral yid tig
0POUAUIKEG EKONADGELS TNG KLOTIVAOGNGC, TIC YUYOAOYIKES EMTAOKES TNG KO
™ dvoocpia ¢ kvoteapivng. H kuoteapivn anexkpivetat and toug
WOPMTOTOLOVG AOEVEG e EMOKOAOVOT KoKOGHi HeTd amd doknon Kot
epidpwon. Ot daokarot Oa mpénet vo evnuepmBoVV Y1d TV avayKkn
XOPNYNONG OPOUAUIKOV GTOYOV®OV KVGTEAUIVIG KO TH SUVATOTNTA
CUULETOYNG TOVG 0T Bepomeio TOV TAOIOV e KVOTIVOGN TTOV AdY® NAKiog
dev glval og BEom va KAVOLV YP1OT TOV GTUYOVMOV.

ot) T'evikég e€etdoelc aipatog, nroatikdv evipmy, ovpiog, Kpeatviving
Kat BupeoTpdTOL 0pUOVN G GVVIcTOVTOL avd 3-6 unves. H oeofacikn
ooppomia kot To pH tov ovpwv umopodv va ektiunbovv xatd v idia
emiokeym. Métpnon acPeotiov Kot pOoEOPIK®V 6€ 0VPa. 24mpov dev gival
amopoitnTn, eKTdg €AV 0 aohevig ivatl 10101TEPA GVVEPYAGILOG M
CUUUETEYEL OE TEPAUTEP® EPEVVNTIKEG HeAéTeC. [Ipodiopiopds twv Aoywv
acPetiov / kpeaTivivg, POGPOPIKOV / KPEATIVIVIG KOl TOV YIVOUEVOL
(aoBeotiov X pooEopK®V) / Kpeativivng o€ €va detypa o0pwv, gival
YPNOLOG Y18 TNV EKTIUNGON TNG ATOAELNS AGPECTION KOl POGPOPIKMV KOl
™V 0E0AOYN O TOL KIVOUVOL ovATTuéNG veppaoBéstwong. O TaKTiKOg
TPOGOOPIGOC TOPUUETPOV ATEKKPIONG ACPESTION KOl POCPOPIKMY KUTA
™ HOKPOYPOVIa TapakolovOnoT acbevov e Kuotivmon Bempeitor 1om
KAOEPOUEVT] TPOKTIKY Y18 TNV OVTLLETOTION TNG VEQPAUCSPESTMONG Kot
veppolbBioong (Fischbach et al., 1997).

0) Y epnyoypapikoc ELeyyog kot opBaiporoyikn e€étaon and
0POOAUIOTPO LE KOTOYPOPT] TV EVPNUATOV KOl GUYKPLOT] LE TPONYOVUEVES
e€etdoelc emiong cvvicTOVTOL AVl 6 pNVveC.

n) A&oloynon amd evOoKpIVoLOYO TTPiv T GCLUTANPOGT] TOL OEKATOV
£€tovg ™G NAkiag eivar yproun kabmg n avartuén vrofvpoeldicov givat
npoiun ekdAwon e NK. Iapd v oraviomtd tov, 0 Gokyapmong
dwpng etvan pia coPapn ekdnimon g NK, pe dvokoin didyvmon Aoy
™G mpovTapyovcag YAvkolovpiag Tov cuvopduov Fanconi.

0) Agv vrdipyet kopio EvoeiEn 6t n o&aiovpia evéyeTar onV avamtuén
veppacPéstwong 1 veppoibioong oe acOeveic pe kvotivoon. Tlaykpeatikn
avemdpretlo kot BAAPeS Tov eviepkol emBnAiov pe cuvenakdOAovon
dvoamoppdPNO™M YOAKAOV GAATOV Kol MIdV £xovv avapepBetl oe acheveic
Le KuoTivoor. AvEnuévn amoppdenon o0EaAK®OV Kot vrrepoaiovpia £xouv
emiong avaeepBel oe acbeveig pe cHVOPOLO SOLGATOPPOPNONG MG
OTOTEAEG LA TNG ALENUEVG XM LUKTG GLYYEVELNG TOV GPECTION e TO AITOG
otov evteptkd avAd (Chadwick et al., 1973, Yendt et al., 1986). AcOeveig pe
ATOOESELYLEVO GUVOPOLO duGATOoPPpOPNONG Ba TPEMEL VoL EYOVV TOKTIKEG
eEetdoelg ovpmv Y14 mbav vrepo&arovpia. Eni tov mapodvtog dev
VILAPYOVV GLYKPLTIKA GTOKELR Y18 TNV amEKKPLoN 0E0ALKOD GTa 0Vpa.
acBevov pe ovvopopo Fanconi. [lepumtdoeig pe anodederypévn
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vepo&oiovpio LITOPOLV VO AVTILETOTIGOOVV [E EAEYYO TOV GLVOPOLOV
dvoamoppdenong kat tuprdo&ivn (Hruska et al., 1997). AcBeveic pe
TEKUNPLOUEVT] duGATOPPOPNON YpELGlovTal Eniong KATAAANAN Oepaneio e
MrodloAvTég Prapiveg kKo maykpeatikd Evivpa. Yrofrtapivoon By, givat
pio ent mAéov artio opBaipondOelag yid avtr Ty vrokatnyopia acOevmv
(Theodoropoulos 1998a).

1) Métpnon g 0oTIKNG TukvotnTag Kébe 12-18 unveg eivor yproun
v v alohdynon g ooteoneviog. Taxtikn Tapakolobinon emmédwv
Brrapivng D eivon amapaitnm. Etvol a&loonpeint n mapatipnon 01t
eminedo VYNAOTEPA TOL PLGLOAOYIKOV PBpédnKav o 52% TV acbevdv
nAkiag 1-15 etdv pe veppikn endpketa (Ilivaxag 12.). Ov neprocdtepot
acBeveig pe vepPrrapivoon D (95%) sivor nAikiog pikpdtepng tov 9 etdv
(oerida 68). Avtd Ta oToLXElD VTTOONADVOLY VIEPPOAKT YPT|OT TG
Brrapivng D, n omoia evdeyopévag va unv givor avaykaio kot vo oyetileton
LE TIC VEQPIKEG OAAOIDGELS TNG VEQPUGPESTMONG, TNG ALENUEVINC NYOTEVELNG
TOV VEQPIKOV PAO10V KOl TNG VEQPOAIBiooTG. ZuvinpnTikés 00GELG Kot
evogyO eV O10KOTY| TG Yoprynong Prrapiving D cuvictodvtot yid
ATOTEAECUATIKOTEPO EAEYYO TOV KIVOUVOL avanmTuéng veppacPéotmongs. Ta
emimeda TG Tapabopudvng oe etnota Baon givar yprotpa yid tn pvduon
TOV 00GEMV TOV 0GPRECTION KOl TOV POGPOPIKAOV Y1d OTOPLYN TNG
veppacPéstwong ywpic v avamtuén devtepomafong
VIEPTOPAOVPOEIGHLOD Kol VEQPIKNG 06TE0OVGTPOPiag. DVGI0A0YIKA
emimeda Tapabopuovng oyetilovion e YaUnAn cuyvoTNTL AVOUAA®Y
gupnuatov otov vepnyoypaptkd reyyo (ITivaxag 13.). Eykoaipn didyvmon
TOV VIEPTOPAOVPOEOIGHOV Elvar amapaitnTn Yid T KOTdAANAN aywyn. Edv
0 devtepomadng vTePTaPaBLPOEOIGUOC GUUPAAAEL GTNV aLENUEVN
NYOYEVELD TOL PAO10V, OEV ivar dOuvatOV va ekTiunOel pe ta mopdvta
dedopéva. Eivar edhoyn dpwmg n vrobeom 01t datrjpnon OAmv tov
TOPAUETPOV OPOLOGTACT|G AoPESTION KOl POOPOPOV G OLOAE 1 GYESOV
OUOAG EMimeEda e TIG TAEOV GLVINPNTIKEG BEPOmEVTIKEG EVEPYELEG Elvan |
ACQAAECTEPT) TPOGEYYIOT).

) Ta enineda ™ KLOTIVNG TOV AELKOKLTTAP®V KO 1 a&loAdYNoN ard
EL0IKELUEVO VEQPPOLOYO LE gumepia 6T KuoTivoon elvat arapaitnta
otoyeio g Bepaneiog. Xto mTpdTa ¥pdvia HETE TN SLdyvmOoT),
TOPOKOAOVONON LLE OAMYOTLEPT EIGOYWYT OE EO01KO KEVTPO amarteitol KAOe
4-8 unvec. Apyotepa to LEGOOIOGTILOTO LITOPOVV va, avénBovv og 12-24
unvee.

1B) O enayyeApoticdg TpocavatoMaog otny epnPeio eivor 0modoTikos.
[ToAlol acBeveig éxovv Bpel TV evacyOANoN e NAEKTPOVIKOVG VITOAOYIGTES
EVOLLPEPOLGO KOt ¥PNOUUN Kot £xovV Olakpiliel o€ oxeTIKA emayyEALATO.
AvAEN yuxoAdYOL M YLYLATPOL GTN PPOVTION acHEVOV [LE KLOTIVOOT
elvat avaykoio 6€ OPIGUEVES TEPUTTOGELC.
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) Metd v nlkio tov 18 etdv n aloldynon g YAWGGIKN G-
QOPLYYIKNG-AOPLYYIKNG AEITOLPYIOG e KATAmooT Bopiov 1 vITePNYOYPOLLLLLOL
etvan avaykaio og oo faon. Eykaipn tapamopnn oe €101k
AoyoBepamenTn Y10 KATAAANAES OOKNOELS LWTOPEL VO OMOTPEYEL TIG
OVOTVELOTIKES EMMAOKEG TG dvokatamociog. [TapdAinin Oepameio
GLVLTIAPYOVCOS YOG TPOOICOPOYIKNG TAAVOPOUNONG EVOEIKVLTAL.

10) A&ovikn topoypa@io eyKe@AAov Y1d 18 yv®oN EYKEPAUAMKNG
atpo@iag oe acheveig nhikiog ave twv 25 etov, KAviKN a&loAdynon g
HLTKNG 16%00¢ 6€ KAOE emioKeEYN KOl TOPOTOUTT) GE VEVPOADYO Y1
OVTULETMTICT TV VELPO-HVTKMV EKONADGE®V TNG KVGTIvmoN givat
ONUOVTIKA oToLY el TNG TapakoAoVON oG avTdV TV acbevav. O Bepdrmv
nondiatpog Ba mpémet va etvar eEO0IKEIMUEVOS E QVTES TNG EKONAMGCELS,
kaBmg o1 acbevelg pe kKuotivoon mapakoiovfodvton KoTd Kovova amd Tov
TodlaTpd TOLG AVEEAPTHTMG NALKING.

1€) Metd v nlkio tov 38 etdv avénuévn tpocoyn emPdiieTot 6TV
£yKapn S1iyvmon TV 0VOGOAOYIKAV KOl GLILATOAOYIKADV S10TOpOY DV Ol
omoieg avapévovtat va mopatnpnovv €& atiog Tng EANTTOUATIKNG
eneéepyaciog Tov popimv 2ng taéng (class I MHC molecules) ota
Aococopata. H vrotifépuevn avenapkng tapovoioon eEwyevav
avTyovik®v opadwv ota CD4(+) T Aeppokidtropa evoéyetal va.
npodtabéoetl e avEnpévn cuyxvotnta / fapdTnTo AOUOEE®V HE EPTNTIKOVS
1006, 16 Epstein Barr ko CMV. H and®Aeio avocos@aiptvév Adym tov
ouvopopov Fanconi propet va emPapivel AOUDEELS Kot ETEIGOIOL

onyoupiog.

[Tpoéwpn KOTOGTPOPT TOV HLEAOKLTTAP®Y AOY® evamdBeong KuoTivng Kot
e€avtAnomn tov duva Kol TOL HVEAOD Y1d OVAVEMOT| UTOPEL VoL 00N YN OEL OE
pvehodvomiacio kot averapkela. AcBeveig pe kuotivoon umopel va
YPEWGTOVV HETAUOCYEVOT) LueroD. [Tapopota Tpocoyn yperdletor yid dAAeg
modnoelg pe avEdvovoso cuyvotTNTo 6€ MPUES NMKIES Y1 TIG OTOTES
eAdyloTo vl YV@GTE 0G0V 0pOpA TN KVGTIVOGT).

Eniloyog

Ta gvpfjpato avtng TG HEAETNG Elval OTUAVTIKA Y10 TNV KATOVONOT TNG
KLGTIVOGTNG KOt Y10 TV EKTIUNGT TOV QAAAYDV OV £0VV onpelmbel otnv
nmopeia . H xvotivoon Ntav ayvoom péxpt to 1903. AcBeveic pe NK
néBavav yopic eEaipeon, Tpiv GLUTANPDOGOLVV TO TPDTO TOVG £TOG, €& artiog
™m¢ Papelag apuodtmonc. H avayvopion kot aviyuetdnion tmv
LETAROMKOV SloTapay®V ETETPEYE TNV EMPIOCT AVTOV TOV TOIIDV UEYPL
™mv nAkio Tov 10 €TV pe avamdPELKTN AVATTUEN VEQPIKNG OVETAPKELONS
KoL ovpotpiog.

107



YV mepiodo 1960-1990 acbeveic pe NK yud mpdtn @opd cupmAnpmcay to
360 £t0g TG NAKiog v o, cLPTTOMOTA Kot aitio TG Bvnrorag g NK
€0TIACON KOV GE VEVPOLOYIKES, LVTKEG KOl OVATVELOTIKES EKONAmoElS. To
TPOGOOKIO EMPBIMONG TAOIDOV e KLGTIVMOOT) OV YeVVnONKaVY 6T deKaeTioL
tov 1990 vrepPaiver Ta 40 £t kot vVEdPYoLV EOAOYEG EATIOES Y1 pio, OO
avamTuEn Kot Kowvovikn eEEMEN. O1 veppikéc EMITAOKES, TO YOUNAS VYOGS, O
vroBupoedionds kot 1 apEPAnotpostdonddeia aviipetomilovrol
IKOVOTTOUNTIKAL.

H avtipetomion tov acbevav pe kuotivoon dev mepropileton mAéov otV
aAVayvVOPLoN TG VOoOoL OGS OTIG apyES TOV amva. Maxpdtepn emiPioon pe
KaAVTEPT TO1OTNTO (MNG Elvan oNjuepa EPIKTEC Y1d 0o0eveig e KuaTivmon

Ewova 26.  AocBevr|g pe kvotivoon, 21 unvaov (National Institutes of
Health Clinical Center).
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ne KatdAAnAn Oepamneia ko TapakorovOnon. H poakpoyxpovia eEEMEN Tov
acBevov og Tpadiun Oepameia pe Kvoteauivn Oa Tapovsidcet véa
EVOLALPEPOVTA YAPOKTNPLOTIKA. EXONADCELS TNG KLuoTIVOoN G e
TEPLOPIOUEVT AVTATOKPLOT 0T Oepoameia e KuoTeapivn Ommg papLyyIKi-
AopLyyiKn SusAertovpyio, EYKEPAAIKY OTPOPia, TEPLUPEPIKN HLOTAOELN Kot
VTOOLPOEIOICUOG UTTOPETL VAL TTOPOVGLAGOLY [io EVVOTKOTEPT) TopEia. Agv
etvat dvvatn 1 TpdPAeYT NG AVTATOKPIONG TOV VEPP®V oTN Bepameio

oVte VILapyovV aTotyeia yio TV TOavOTNTO £EEMENG OE VEQPPIKN
OVETAPKELD LETA OO dEKOETIEG YpioNG kKvoteapivine. H e£éMén ko n
avVTOmOKPLoN NG VEPpaoPéotmong otr Bepamneia mpémel va ekTiunBovv petd
Ao TOPAKOAOVONGN TV 0GOEVOV LLE QDTN TNV EMITAOKN. AYVOGTES HEXPL
ONUEPQ EMTAOKES EVOEYETOL VO TAPOVCIACTOVV 0T0 UEAAOV. [oTol TOL PéYPL
onuepa dev €de1&av onpeia avénuévng evamoddeong kuotiving, Aoyw BovdaTov
o€ veapn nikia, Bo amoteAEGOVV TO VAIKO Yol TIG LEAAOVTIKEG EKONAMGELS
¢ kvotivoons. H pedétn tov datapoydv Tov alorotnTikod GUGTHIOTOC
o€ acbevelg mpoympnuévne nAkiog Bo amoddoel TOAVTIEG TAPOPOPIES Y14
TNV IKAVOTNTA TOV HVEALOD TOV 0GTAOV VAL OVTATEEEPYETAL ETTL OEKOETIEG TNV
KOTOOTPOPY] TOV LVELOKVTTAP®V OO T} CLGCOPELGT KLGTIVIG, TNV GLVEXN
VEQPIKT] ATAOAELD ALVOGOCPUIPIVAOV AOY® TOL cuvdpopov Fanconi kat tnv
kaBvotépnon oy enelepyacio Ko mapovoioon avityovev € artiag g
EAATTOUATIKNG AEITOLPYING TMV AVGOCOUATOV.

Alyeg dAeg maBNoELg EXOVV TAPOLGLAGEL TOPOUOLES LETAPOAEG OTIG
EKONAMOELS Kol KMVIKT TOVE TOPEi 6€ TOGO GUVTOLO YPOVIKO SLUGTILLOL.
AVTéC 01 aAAayEG €fvat TO amOTELEGILO GUVILOCUEVOV LLOKPOYPOVIDV
TPOGTOOELDV 01 OTTOIES AMEPEPAY CUAVTIKEG TPOOIOVG OTN UETAUOGYEVOT
0pPYEVOV KOl GTN QOPUAKEVTIKT KOl KAVIKT] OVTLLETAOTIOT TG KVOTIVOONG
Kol GAAOEOY TNV YEVIKN TPOGEYYIOT TNG LATPIKTG KOWVOTNTOS OTIC
KAnpovopkég madnoeis. H pedétn tov yevetikdv kot petaffolkov
VOONUATOV £XEL CLVTEAEGEL 0TI PEATIOON TOV TAPEYOUEVAOV VIINPECIDOV GE
acBeveig pe avtég Tic madnoelg kot otnv Pabitepr kaTovonon g
avBpomvng tabopucioroyiag.

Ta mapdvra anoteréopata evOoppHVOLY TNV TEPULTEP® LEAETT KoL
EPAPLLOYT| VEDV SLOYVOOSTIKAOV KOl BEPUTEVTIKAOV LETPOV GTNV AVTILETMOTION
KAnpovok®v kot petaforikdv vocsmv. H onpacio g kMvikng epmeipiog
KoL TNG LOKPOYPOVIOS TAKTIKNG TapaKoAoLONnong emPefardvovtal amd autn
™ perém. H amotedecpatikotnto e Oepomeiog Kot ta TeVIKE
EMTEVYLOTA TNG LUTPIKNG YEVETIKNG GTNV OVTLLETMTION TNG KVGTIVMGTG
otnpilovtol 6TV KAVIKY] TOPATIPNOT KOl TO OUEIDMTO EVOLOPEPOV Y10 TOV
acBev).
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12. Iepiinyn
AcOgeveic pe pocysopa veppov

INUOVTIKEG OAAOYEG TAPATNTOVVTOL GTNV PUOIKY] EEMEN KOl OTIG EMUTAOKEG
¢ kvotivoong (NK), cvveneia tng petapdoyevons veepov oe aoBevelg Le
Kvotivoon ot dekaetioo Tov 1960 Kot TG EQOPLOYNG GUCTNLOTIKNG
Bepamneiog pe kvoteapivn petd 1o 1982. To mpocsdodkipo enPioong acbevov
He veppomafnTikn Kvotivwon vrepPaivel Tnv tpitn dexaetio petd amd
LETAUOGYEVOT VEPPOL aKOUN Kot e atehn 1} Ppayeiog Sidpketog yoprynon
rkvoteapivne. Tpidvra €61 acBeveic nhxiog 17 éo¢ 34 etdv mepthapfavovral
o’ aut) Vv Katnyopia. Elkoot mévte dev avéyovtar ) Oepaneio pe
KLGTEAUIVI AOY® TNG dSVCAPESTNG YEVOTG KOl OGUNG, 0EKO TOipVOLY
Kuoteapivn Y14 ypovikn odpketa 2 £o¢ 6 etdv Kot 1 acBevig maipvel
Kvoteapivn yid 11 étn. Odte n Kvotiveoon, ovTe N xpNoN KLGTEAUIVIG
emnpealovy apvntikd v emPimon Tov veepikov HocyeOUATOS 1) OTToid
elval cvykpioun e oV TOL TAPATNPEITAL GE LOGYELLLOTO Y10 AAAES
nadnoelg (Thorogood et al., 1992). H veppikn avendpkeia £xet meplopiotel
Beopoticd cav artia OavéTov oty Kvotivoon. Ao tovg 7 acBeveig avtg
™G UEAETNG, OV TTEBavaY, 5 elyov VEQPIKO LOGYEVLA LLE IKOVOTTOMTIKN
Aertovpyia.

H omtikn) o&vta, n avantuén tov yovadwv, 1 vontiky Asttovpyia, M
WOYIKT LYELD KO 1 EXQYYEALATIKN-KOWVOVIKY OTOKATAGTOCT TOY
Behtiopéveg oe acbevelg pe poGyELUA VEPPOV, GE oymyN e Kuoteapivn. H
BeAtiwon eivar epeaving mapd v cOHVIOUN SEPKELD YOPTYNONG TNG
KLGTEAUIVIG KOl TNV EA0STIKOTNTA 6TV TNpNom ™S docoroyiag (TTivaxoag
3B.). Avtég o1 TapaTNPNOELS EVOEYETOL VAL AVTIKOTOTTTPILOVLV O10pOpEg GTNV
KOWMVIKT TPOEAELON TOV 0GOEVAOV Kot avENUEVT Xpnon Tov dtdéctpuwmy
VANPECLOV ad AGOEVEIS e IKAVOTOMTIKN TPOCANYT| KUGTEOUIVIG.
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Inuovtikog apBpdc acbevov epeoaviletl eyke@aikn atpogia, evamoddeon
acPeotiov oToV eykEPAAO Kal TEPPEPIKN pvomadeia. Eniong cuyvn eitvon n
duoKOTOTOGi0 e S1ATAPYEG TOL GUVTOVIGHOD TMV POPVYYO-AUPVYYIKMV
poov. Avtég ol ekdnAdcelg e NK mopatnpodvtor pdévov oe acheveic
nlkiog dveo tov 17 kot ftav ayveooteg Tpiv v LETAUOGYELCT VEQPOD GE
acBeveic pe NK. Ot vevpopvikéc ekdnimooelc g NK eivor onuovtikn otio
voonpoTTag Kot BovaTov o€ acheveic e LOGYEL IO VEPPOL e XPToN
Kvoteapivng yud Mydtepo amd 7 £tn. H ouyvotnta autdv Tev ekdnAdcemv
Kot 1 PapdTTA TOVG ENMNPEGLETOL OO TNV CLGTNLATIKY YOPNYNON
KUOTEQUIVIC.

AocOgveic og mpoipun Ogpamneio pe kKvoteapivy

H ypnon xvoteapivng statnpel puotoAoyikn tn vepikn Aettovpyia o
acBeveig pe kvotivoon. H paxpoypodvia Ekfacmn g veppikng Asttovpyiog
elval dyvootn, aAld Kavelg and toug 41 acBeveig mov dpyloav Bepancia o
puepn nikio dev epeavilel onueia veepikng avendpkelog, eva 15 acbeveig
&xovv vrepPel T péon nAkio avATTLENG VEQPIKNG OVETAPKELNG TOV ivor 9
étn (Gahl et al., 1995).

NeppooBéotwon moikiing Papdtnrag dtyvdsbnke oto 63% twv achevav
mov PBpiokovtar og Bepomeia pe Kvoteapivn. H veppacPféotwon otnv
KuoTivoon gtvol cuyvotepn kot Papvtepn and avtiv GAA®V TabGE®V TOV
mopovctalovv cuvdpopo Fanconi. £ oot v opdda acBevav n
VEQPPOCPESTOOT Elvat ATEMNTIKOS TAPAYOVTAG KIvOHVOL Y1 un
avaoTpEyun vepptkt PAEPN. EpeaviCeton petd to méunto £tog, umopel va
SyveocOet pe vtepnOYPAPN LA Kot EMTAEKETAL GUYVE pe veppoiBioon. H
veppikn anékkpion acPeotiov (UCa/UCrea) Kot pmGQOPIKOV
(UPO4/UCrea)kot T0 yvOpEVO TOVG £YOVV TPOYVAOCTIKN atia. Avaivon
0VpWV Kol LETPNOELS OVPIaG, KPEUTIVIVIG KOl NAEKTPOALTMOV TAAGUATOG OEV
etvat yprioa oy TPOPAEYN TOL KIvduvov avantuéng veppacsPéotwonc. H
QVTILETOTION TNG VEPPACPEST®ONG elval 1daiTepa CNUAVTIKY €6V O
acBeveig pe NK mpoxettor va akoAovdncovv aywyn pe Kooteapivn pe
o1dY0 TN datpnon g veepikng Asttovpyiac. Ta tpéyovta dedopéva dev
ompilovv aAAd oOTE Kol amokAeiovy TOV pOLO TG Ay YNNG Le acPéaTio,
POoEOpO, KITptkd kot frrapivn D otnv npokAnon veppacPéctmong ot
NK. OAot avtol ot mapdyovieg Opmg €xovv gvoyomondel otnv avamtuén
veppooBéotwong oe aAleg mabnoelg (Polisson et al. 1985, Stickler et al.,
1989), n d¢ xpnon tovg e acBeveic pe NK pmopel va mepropiobei oto
EAAYIOTO [LE TNV EMTVYN HOKPOYpOVIA YpNom TS kvoteapivne. H docoroyia
TOV TOPAYOVIOV QVTOV TPEMEL VO lvar TéTol Tov va €E1G0PPOTEL TOVG
KIvOOVOLG TNG VEPPIKNG 0GTEOOVGTPOPING Kot TNG VEPPUGPESTOONC.
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ZOVINPNTIKY OPNYNOT TOV UIKPOTEP®Y SLUVOTOV 00GE®V acPestiov,
QPOOPOPOL Kol OAKOAOTOTIKMOV TOPOYOVIMV LE EMAVEIANUEVEG
TPOTOTOW|CELS TG S0COA0YI0G 0MOGKOTOVV GTNV dtotpnor Adymv
anekkpicemg Ca/crea, POs/crea kot To0 YIVOUEVOL TOVG 0P’ EVOC, KOl TV
emmédav tapabopuovng kot cAMP/GFR kot pH ovpov ag’ etépov, ota
yopnAdtepa dvvatd enineda yid acbeveic pe ovvopopo Fanconi. H
naboyévela g veppacsPéctwong dev etvar amdivta katavonty. H
dwtnpnon tov AMdymv Ca/crea kat POs/crea og yoaunAd emineda eivon
EVOEIKTIKT YOUNANG POPTIONG TOV VEQPIKMOV GCOANVAPI®V e AGPECTIO Kot
QPOOEOPIKA Ko TEPLOPILEL TO KivOLuVo NG vEPpaoPEST®ONG.

H pokpoypdvia evetdAialn opBolpiikdv oTaydvmy KuoTEAUIVIG EXEl
EAATTAOCEL ONUOVTIKA TIC 0QOaApIKES EKONADTELG Kot emmAokég tng NK og
modld 1-15 etov, 0nwg paiveTon 6 GLYKPIGELS [LE TPOTNYOOUEVEG LEAETES
(Broyer et al., 1981). O voBvpoedIGHOG KOt 0 VTLOYOVAIIGUOG
AVTILETOTIOVTOL ATOTEAECUATIKOTEPA GE 0GOEVEIG e YPOVIO GLGTNUATIKT
Bepaneia pe kvoteapivn (Chan et al., 1970, Broyer et al., 1981). To vyog
modlov 1-15 etdv givar onuavtikd BeATIouEVo 6e GYEon e TOAOTEPES
ueiéteg (Gahl et al., 1995). AcBeveic o€ xpoOVia aywyn Le KLGTEQIVN
OVOTTOGCOVTOL YOUNAOTEPO OAAG TTOPAAANAL LE TN 51 eKaTooTioio OEom
Yo TV nAio Ko pe pikpo oyetikd EAAELpo Vyovg amd avth. H oyolkn
emidoon Kol KOwmviky e£EMEN eppaviCovy onpavtikn Pedtioon og GAovg
T0VG acbeveig og ¥povia aymyN HE KUGTEQUIVI O TNV TPOIUN TOUdIKN
nAioL.
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13. Summary
Patients with renal transplant.

Significant changes have occurred in the natural course, manifestations and
complications of nephropathic cystinosis (NC) following the
implementation of renal transplantation in the 1960’s and treatment with
cysteamine in the 1980’s. Life expectancy of patients with NC increases
past the third decade of life following kidney transplantation. Thirty six
patients aged 1734 years are included in this group. Twenty five patients
did not tolerate treatment with cysteamine, ten have been compliant to
treatment for 2-6 years and one patient has been on cysteamine for 11 years.
In patients with renal transplant, neither NC, nor its treatment with
cysteamine has had an adverse effect on the survival of the transplant. The
survival of the renal transplant is comparable with the ones observed in
transplantation for other diseases. Renal failure as a cause of death in
patients with nephropathic cystinosis has declined dramatically. Five out of
seven deceased patients had a functioning kidney transplant at the time of
death.

Visual acuity, gonadal development, mental function, psychic health and
professional/social integration are significantly improved in transplanted
patients treated with cysteamine for 2 to 11 years. Improvement is
demonstrated in spite of the short duration of treatment and suboptimal
compliance. These observations may reflect differences in the patients’
social background and access to available resources, as well as the
therapeutic effect of cysteamine.

A significant number of patients present brain atrophy, brain calcifications
and peripheral myopathy. Swallowing dysfunction with impaired
coordination of pharyngeal-laryngeal muscles is common. These
manifestations of NC are only observed in patients older than 17 years and
were therefore unknown prior to the use of renal transplant for patients with
NC. The neuromuscular manifestations of NC and their pulmonary
complications are significant causes of morbidity and mortality in adult
patients with renal transplant and treatment with cysteamine for less than 7
years. Frequency and severity of these manifestations is affected favorably
by the use of cysteamine in adulthood.

Patients on early treatment with cysteamine.
The use of cysteamine maintains renal function in patients with NC. The

long term outcome for renal function is unknown, but none of the 41
patients who started treatment with cysteamine early in life presents any
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evidence of renal failure, while 15 patients are older than the average age of
onset of renal failure in NC (9 years).

Nephrocalcinosis was diagnosed in 63% of children currently treated with
cysteamine. In this age group nephrocalcinosis represents a high risk factor
for irreversible renal damage. It manifests after the fifth year of life, can be
diagnosed by ultrasound of the retroperitoneal space and can be further
complicated by nephrolithiasis. Renal function parameters and urinalysis are
of poor predictive value for the development of nephrocalcinosis. Current
data neither support nor exclude the role of oral administration of calcium,
phosphates or vitamin D in the pathogenesis of nephrocalcinosis in NC.
However, all these factors have been incriminated in the development of
nephrocalcinosis in other diseases. Their use can be minimized with
successful long term use of cysteamine. The risk for nephrocalcinosis is to
be weighed against the potential for renal osteodystrophy. Limited use of the
smallest possible doses of calcium, phosphates and vitamin D with close
monitoring of calcium and phosphate excretion and their product is
proposed by this study. Although the pathogenesis of nephrocalcinosis is not
fully delineated, maintenance of low calcium and phosphate excretion is
indicative of low calcium and phosphate burden on renal tubules and
therefore beneficial in averting nephrocalcinosis.

The long term use of cysteamine ophthalmic drops in combination with oral
cysteamine controls the ophthalmic manifestations and complications of NC
in patients with satisfactory compliance. Hypothyroidism and
hypogonadism are treated more effectively with long term therapy with
cysteamine. Average height gain is below the 5™ percentile for age but
remains parallel to it, in patients treated with cysteamine since early
childhood. School performance and social integration show significant
improvement in younger patients compliant to their treatment with
cysteamine.
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Attieg veppikoh coAnvoaplakov cuvopouov Fanconi
Audyvoon, petapdoyevon Kot amofioon og acbeveig pe NK
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EmBioon pooyevpatog
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EmayyeApotikn Kot Koveovikny Kotaotoon
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AocBeotiovpia-pwopatovpio oe acheveic e veppacPéotmon
Burapivn D kot vrepnyoypoaeikés aAAOIOGELS

[TapaBoppdvn kol vIeEPNYOYPUPIKEG AAAOIDOCELG

[TpoPAnparta vyeiog acBevav e pOGYELLLL

[TpopAnuata vyeiog acBevmdv pe veQPikn eTapKeLd
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