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ATATAPAXEE METABOAIZMOY AZBEZTIOY - NOZHMATA OZTON

H Lerrovpyic tov nagobueostddv adévaov eREyyeL kal EAEYYETOL GUECT QI TIG JETA-
Bokéc Twv ovyxevipdoedy Tov aoPeotiov oto aipa. T 1o Aéyo autd, avEnon Twv ouyxe-
vip@oenv Tov Ca ndvo and 1o puolohoyLnd 6ELO aoTELEL, OTY TAELOVOTTO TRV TEQUTTE-
oewy, TNV T £vOelEn unepnapaBupecEdIopol Ko PAMOTE QWY aXOU0 EPQaVIODEL
yeeorTNELoTIRY *AvIxY oupmToporohoyio 1 oL GAAES EQYUOTOLAXES DIATUQEYES TTOL TOV
ouvodetovy. ‘Opwg, vrepaofeotionic Toorahotv ko tabioels, aveSapTnta g AeLToug-
viog T rapabugeoedmy. O diayweLopde Twv mabioemy autddy ard Tov uepnapuiuoeoet-
dopd €yer drevrohuvBel ToAT amd v eugdvion ta teheutaio yoovia Wiaitepa aEIGmoTLY
ueB6dmv mpoodogLopot g mapabopudvng. ‘Etot, pe fdom to. enineda g mepabopuévng,
1 vrepaoPeotioupio xatordooetal o do ueydheg xamyopies: A. vrepaofectionpio oger-
Aopevn oe duohertovpyia Tav maguBupeostdiv xou B. vrepaoPeotiounics ogelhduevn og
nodroeig aveEdptnra mg hertovpyio tov mapabupeoeldav. H vepaoBeoniapio mg A xa-
myopiag ogelhetal ong eErg mabroeig Twv napabupeoeddv: 1. mpwtomab vrepmapaty-
oe0e1dLops (ITYIT), 2. [abrioews opethdpeves O avrioTaon o1 e5WXUTIAELO GOBECTIO, Ra
3. vnepaofeououuic opethdpevn ot xoynon Abiov (lithium-induced hypercalcaemia).

IMPQTOIIAGHE YITEPIIAPAOYPEOEIAIEMOX

Srov ITYTI n mpwromeBiis duetapayt edpdleton otovg mapabupeoeldeis dEveg now 0dm-
vel ot VTEQERnQLOT TapaBoUAVNG, 1) OTOLL [UE TNV OELQE. THG TPOXOAET CUENIEVY ETTAVOQ-
o6gnom Ca, acvEnuévn amofoh] guopdpov val avEnpévn atvBeon frrapivng 1,25(0H).D;
amd Toug veQooug xal avEnuévn anoppdgnon Ca and ta ootd (1). Zug dpdoels autég g
napofopuévg ogpeilovion oL TopaTnotueveg dlatapays mov xapoarmoitovy Tov ITYTI
mov efval: 1 urepaoPeoTaLpic, 1 vTopoopaTaLiic, 1 vrepaoPeoTiovpia xa 1 nelnon mg
pholddovg pofpag Tv ootdv. O rhvikés exdnhdoeig mov ouvodetouy ™y véoo e5upTe-
viouw Gpeoa ard Ty éviaon tov dlatagoxdv cutdv (1).

Tuyvérnra. To xpovixd ddompo petagl 1965 xau 1974 v avagepduevn ouxvdmra tov
YT vy 7.8 véeg mepuntadoets avd 100.000 raroirovg (2). Ta emdpeva xodvio nagamor-
Bnre e asdropn xan Wiaitepa anpovie oignon oe 51 avd 100.000 xatoixovg, 1 ool
amodGhnue ot gvpeln. XOon TV CUTOUATMVY oVOAUTHY ToLTEXEOVING aviyveEuomg TOAO-
TADV PLoyniAGY ey, péow Twv omoimv avivevovion aEIGmOoTo arOUa #oL NTLES HOQ-
péc vmepaoPeotiaiog (2). Nedrepeg pog nehéteg €deikov om v agyun o adgnom mg
ovyvoTyTag g véoou axohotBnoe mpoodevting mrdon, dote omd 41.8 1o 1983 va petwbel
g 8 avd 100.000 1o 1992 (3). Ta aite g peiwong dev elvol yvword, 8o progovoe (owg va
amodofel omv gvpeln oM TG OPUOVIKIG VITOROTACTAONS UE OLOTEOYOVA, 0TV aAAayT]
v doutuxdv ouvBeldy xow oty pelwon mg xojong mg wvitovoog axtvoPoriag yua
noBfoeic g xepohrig #al Tov Tpaxfhov.

H unepaoPeonionpio we povadinde deintng aviyvevons (screening test) tov ITYTT muba-
VGV var eivan avemauig #on vo 00Ny el 08 UIOEXRTIIN O TS oUveTTaS EPpAVLONG TH YOoOU.
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YIIEPITAPAGYPEOEIAIZIMOX

AvTo vmooTEiteTal oo pia oyeTid modopaTn mhnuopuemy Zoundurr peAém, omv omofio,
EXT0S Tov cofieatiov, yonaupomouibnxay Toutdyoova xon o enineda s nepabogudvng yie
TV Qviyvevon g véoov ot Eva peydho tuyaio Selypa yuvourdy (4). O ouvdvaouds OUYRE-
vipwoenv aofieotiov oto aiju ot aviTepo guotohoyxd puat e Tyég mapaopuévne -
Mg OTQ AVUITEQE: PUOLOAOYIXG GQLKt 1 0QLK . 0ENPEVES xenowomowmtnre we xkpUTioLo avi-
xvevong tov ITYIL Me Bdon to nowmijplo owtd, ITYTT avigveitnxe ato 2.1% tov YUVOLKGYY
mov eAeyytnzay, ex twv omolwv ta 2/3 efyov puatohoyés Tpée aoBeotiov oto atpor (10.0-
10.4 mg/dl). Zav opdda, ov yvvaireg pe ITYTL, ey yopumhii OOTLXY] TUXVOTNTX RO LTTOAOYL-
#a.m vooog empeforidtnue oto 98% and awtég mov yewpovpyrBnHay.

Hyorjon tov cwtdporov avahutdy €xer emmpéper ty aviyveuon me véoou VQITEQX XaL
o€ 7oAl M, vrorAvin, Hoe@Y, Bote va eAdyLoTo Pévo Too0oTS (<2%) aobevadv pe
ITYTT vor epgaviCeton whgov pe Ty xhaooui ovpmroparokoyio me véoou, HE HUOLL EXOA-
0170V %0M%S 70V ve@ov. H peydhn mouxthic tov xhvindy exdnidoe oy emBarheL yia moa-
#unols Adyovs my tagwdpmon tov ITYTT og dtio xamyopieg: 1. Khaoowi popgn ITYIT %o
2. Yrorhvia 1] aovpmtopomn poogr TTYTL

KAAXYIKOL ITPQTOIIAGHE YITEPIIAPAOGYPEOEIAIZEMOL

O rhaoowdg ITYTT mpwtoneprypdgtxe amd Tov von Recklinghausen to 1891 pe mv pop-
@1 g wwdovg kot ooteltdag (osteitis fibrosa cystica), oahhd n QUTLOAOYLXY OUOYETLON
™S YOOOU e T0 adEvmua Twv tapabupeoeldmy éytve To 1925 axd tov Mandl (1). Apydn
V600G engaviotay pe Wialtega cofapr uoppn, pe mohvavoThuoTHég exdnhioels, wuplng
06 0 00TA KU TOVG VEQQOTS, Hatt oMpavTirg Bvmodtnro.

Exdnhdoeis and ta ootd. O oneherdc ovov xhaoowmd [TYIT yooaxrmoiteton and exteta-
WV ooTirt} amopEdgNon, Adym e ocvEnuévng 00TeOrAOTIXIC OPXOTNELOTTOG, EXTETAE-
V1| veooryyelwan xau ivaom tou pehot tov ootdy (1). H axtvokoyizy dregetivnon tov aoe-
voug amorahimtel: 1) Tevinevpévn ooteomevia (generalized demineralization). 2) Yrome-
QLooTAI aropEd@rom (subperiosteal resorption), Th£ov eppaviic oTig ARy YEC Twv SonTi-
hov Ty dvw dromv. H neprootin amoppdgmon propei va sival LOWLTEQU EXTETAPEVT HOLL
va mporahel Ao eEapdvion Tunpdtov ootdy, Srmc ol Bicavol Twv TeheuTalny PoAdY-
YOV T0V SaxTIMOV TV YEWpwv, Tov phowddous Tuijiamog Tov 50 TOLTNUOQIOV TMV RAELDDV
ot e whEvng xA. 3) Ootixég wiotels (bone cysts), eivan ouviiBwg molamhéc, TOQUTNQOU-
VTQL OTO REVIQIXG TUNUC TV SLapUOEWY TV HETORAQTIOY 00T@Y, 0TI TAEVQES ®aL oY
hexdvn, egLéyouy de Aentdpoeuato 1j Brevviddes naotavdypouy vyEo 4) Panotg Gyrovg 1
ooteonhaatdpate (brown tumors or osteoclastomas), Tagempotvial ouvBng oTo CUNTOL-
YEG TUIjHCL TG Rt YYABOU, OTa pumQd 00TE ko 0TS TAEVQEC, TO Se TEQLEYOUEVE TOVC UTT0-
Teheltan amd TordpiBpovg ol vous ooTEORMIOTES (giant cells), witropo Tov otodua-
105 1o Bepghio ovota 5) Xopommowoux eugdvion Tov xoaviov (salt-and-pepper), pe To
ThaTER 00TA VoL ERQAVITOVY EXTETAUEVY AOGQELL TWY EEQTEQGY HauL ECWTEQLHAV 0Q{WY
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AIATAPAXEY METABOAIZMOY AXBEXTIOY - NOZHMATA OZTON

g oupumayotc poipag. xat 6) Iaboloywd ratdypora.

Exdnidoers ané tovg vegpovs. [Tepihapfdvouv: 1) myv vepgohBicon, 2) v vepoa-
opéotwon xou 3) Tig dwrapaygs mg vegouws Aettovgyla. H veppohBiaon cuviBug eivat
vrotpomdlovaa ®o 1) ouyvotntd g eEaptdral dueow and Ty Pagimra tov ITYIT. Apyixrd
glye vohoyrotel oto 60-80% tov megunTdoemy, evd ofuega Oev vregfaivel to 20% (5).
AvtiBeta, ITYTT mapamoeitan og rydtepo omd 5% twv nepurtioeny veppoMbiaong (1). O
LiBol ouviBwg dev €xouv yaparmoiatir, diaryvaotirr tou ITYIT ovotaom, oe pepirég upmg
TEQUTTMOELS CITOTEAOUVTOL ATOXAELOTING a6 PUOPoELKS aoPEanio Wlaitepa aotivnbec atoug
AiBoug dAne artioroyiac. H vegpaopEotmon mahoudtepa itav iuaitepa auyvr otov ITYII
raL avyvevdtay oto 1/3 tov aobevay pe veppomBiaom, evad orpepa amoterel ondvio gvpn-
ua. XapaxmeiCeto and dudyum evandbeon aofeotiov oto emBiilo TV VEQOIXHY CmAn-
vl ®ow epgovCETOL Mg APEOTEQOIAEVQN IXQOUOBETTOON TMV VEQQWY OTNV CITAT] OXTL-
voypapic Xothiog, KUpimg TS VEQPOIXES TUQOIIOES RO OTY PUEADON LOTRO TV VEQQGV.

H xhvixy] ewdva mepuhapfavel movihia exdnidoewy (Hivarag 1), twv onolwv 1 eppd-
viom #ow 1) cofapdtnta dev palvetal vo cuoyetiletal amdivta amd ta enimeda aopeotiov.

Hivaxeg 1. Supserdpete xo dhheg ouvodés endnhdoeis e aobevels pe whaoowmd TTYTI

Lupntopoto

Tuvodes exdnhooelg

Etxoin xdmoon
Muin advvouic
EEdvrinon
TTokuduple
TTokvouplo
Nuntoupic
Kohizdg vegpoy
Oarund diyn
Alyn apBpoicemv
Avorothgnia
Kothwexd dhoyn
Avope&ia
Navrtia

"Epetol
Andhera pviung
AmdBeia
KordBhup
Kdper

NegoohiBioon
Negpuoféotmon
Acoféotman emumegurdtov
Kardypara ootdv
Aldyrwory apBodoewy
Anddhern fagovg

"Ehrog dwderadartiiov
“Ekxtog otopdyov
Moyrgeatinda

Yrégraon

AZYMIITQMATIKOZ H YIIOKAINIKOZE ITPQTOITA@HL VIIOIIAPAGYPEOEIAIZMOEX

Eivou 1 poogr] pe v omoia aviyvevetan ouvibog arjpepa o ITYTT %aw and myv omoia
QTOVGLALOUY T YOQOKTNOLOTLAE OMLE(D X0 CUMTTAROT TNS RAOGORNS HORPNS TS VOOOU.
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YTIEPTIAPAOYPEOEIAIZMOE

XapommpiCeten and entredo aofeotiov ogiomd cvinpéva ota avitepa puaLohoyra GpLe
pe Tpég magaBoppdvng avEnuéves oto 90% twv nepurtdoemy. Xto undhowro 10% T emime-
ba g mapabopudvng Polonovian ota avditepa guotohoyixd oue. Eivan ONUOVTLRG VoL ETTL-
onpaviel 6 aobeveic pe ITYTI xou €Meryn Preapivng D unogel va eugpovicouy snimedo
aofe0Tiov EVIOg TOY PUOLOAOYIXGY 0plwV, Ted Ta avEnpéve eninedo mopabopudvng. Erove
aoBevels avot, ta eninedo aofeatiov, petd m diépbwon Tov ehkeippatos e Preopivng
D, avEdvouv mpoodeutind xon viepPaivouy ta avdtepn qpuolohoyd Goie. Zta 0tpa, 1o
aoféonio foioneton ota avdtege guatohoyd o, eve aoBeotiovpla ppavitory meQi-
o 10 40% v aoBevav. Ta eximeda frrauivy 1,25-OH-D3 otov 0pd Poioretal emiong ot
avATEQQ PUOLOAOYIHE GpLat, eV oT0 30% Twv aoBevv elval cagpdc avEnuéva. AvtiBeta, o
(pwapogog atuatog folaxetat ouviBug ota xatdTega Guatohoyurd dou 1j ehagod UELEOUE-
vog (1).

H avdntugn ta tehevraia yodvia a€idmotwy peBodov péronong me napafogudvne
(IRMA: immunoradiometric assay, ICMA: immunochemiluminometric assay) EXEL OUVTE-
Léoel waboploind ot dudyvwon aumic e wopgric tou ITYIT xow tov OLayELOWS ™S omd ToL
ahhat aimo vrepaoBeatiaupiag, oto ool n teabopudvy eivar XOQOKTNOLOTIRA KOTUOTCA-
WEVT). Ze OMAVIES LOVO TEQLTTHOELS VEOTANOTINS TAQUTNQETAL EXTOM QLYY nopadop-
uévng, evad ouviiBug napdyerew PTHrp (parathyroid hormone-related peptide), ™G omolag
70 HOQL0 dev aviXVeTETOL e TLS oviyxooves pedddoug néronone e mapabopudvng (IRMA,
ICMA).

Oominég pevaPores. Mehétes ta tehevraia 15 yodvia égouvy delEel 6o O*ELETOS aToTE-
het omuaviiud dgyavo otdyo Twv avEnuévny emmédwv nupabopudvie mov xopaxTEiCouy
tov ITYIL H oonixi avomeraonew (bone turnover) péon &vo aviiberov Sadixaoidy, v
OOTUAT] (TOQOOPNTT 0Ll TOV TYNUATLOUS VEOU 00TOT, elvan 1diaftepa avEnpévn vnd v emi-
dpuom Twv avEnuévay emmtédwy Tapabogudg ko ovdhoyn e oofagdtnrag g véaov.
O Proymuunor deinteg mov engpodlovy tv avEnpévn oot OVOKOTAOXEDY] TOOEQRYOVTOL
amd T dpaomoudtre. Twv ooteofhatdy (ootnd ®hdoua ahrahixiic QOOPATAONG, 00TEO-
raholvn, memtidia mpororhayévou Timou 1) 1 Twv 0oTeoxAOTHY (vdpoEumpohivn, N- o C-
tehomentidia: xohharyvou Timov I xhm) waw elvan ouviiBag avEnpévor (6, 7). Ty avaBohu]
TG 6edon ota 00Td 1 TaRABORUOVI TV COXEL UECL TV 00TEOPRaOTGY Sieyeipoviae TV
E1nQLOT DLOPOQWY ENTXEY TToarySvTwY, Gmawg tov IGF-TI, IGFBP, TNF-B %Ax. O ToQad-
YOVTES QUTOL APEVOS UEV TROGYOUY TV SapoQomoinan pGSQOfmY XUTIGOMY TOU OTOMCL-
T0G T0V UEROD TV 00TV O 00TE0BAGOTES, AQETEQOV dLeyelpouv Toug MEoTE 00TEoRAG-
OTES YLOL TNV TQay YY) ®OMryGVOU TUROV-I, OV CLCLTE (To Y1e TOV OXNUOTLOUG TwY 00TEHY.
H natafohur dodon mg mopaBopudvng aoxelton ik jéom Twv ooteoBAaoTiv %o To ®iT-
TR0 TOV OTQURATOS, AeVSg pev modyovrag thv otvBeon rou RANKL (osteoclast-differe-
ntiating factor), agetégov pewdvovrog myv ovvBeon mg OPG (osteoprotegerin) (7). Ou petor-
PoREs owtég odyouy TV SLepopomoinom 1oL eVEQYOTOMaN TV 00TEOXACTAY, HoBadS o
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AJATAPAXET METABOAIZMOY AXBEXTIOY - NOEHMATA OXTON

my ovvBeom g tvrephevnivng-6 (IL-6) xau wreghevnivig-11(IL-11), pe tehnd anotéheopa
Y 00TKY amopEopN o). Xe QUOLOAOYLXES OUVOTKES, oL U0 aUTES Qauvopeving avtibeteg
dpdosig e mopabouovng ouyyeoviCoviol xal ouvepydtovron Thjowg ota mhaiowa pog
Booirtig povAdUS AVUROTAOKEVS TWV 00TWY, ITaQaiTNG YL TNV QUOLOAOYIHY avdmTuEn
%o ST on Tov oxeAETOU.

InpoavTirt] cvENon Tov EmrEdwy g TapaBopuovne, 6w TOQATNELTAL OTNV KAUOOLXY
uopet] tov ITYTI, iatapdooet nan amoouvtoviCel mhjpme Tig U0 QuoLoAoYLRES dpdoELS TG,
UE TOTEAETU TV ERLKEATNON NG RoTafolnric dpaotnotdtntag ot appdteQa To £i0n Tou
ooty 10tol (OmoyYYOONG Kal CUUTOYTC) KOL TNV EUQAEVLON YEVIHEVUEVNS OOTEONOQWONG.
AvtiBeto, uxpt] avEnon tav emmédmy g maoadopuévng, GIwg THQATNOETAL OTOV UTOKAL-
vird ITYTI, emnpedlel diagogetind ta 6o eldn Tov ootit wotov, pe emnpdtnom me avafo-
Mxiic dpdong ™g 0ppSYNg otov amoyydon (1T.y. omovdul] otiAn) xot e natafolung
atov oupTayt] 0ot Lot (7). dxpo neexidag) (8). Eniong, elval yvwotd 6 v meproduxi
eEwyeviic yopriynon magabopuévng moorohel yevireupévn aiEnom me ootixg murvotnTog
#ew yonotpomoteital thfov yua my Oepamelo e ooteondpmong. O unyaviopol pEom twv
omoiwv 1 dpdom g mepadogudvng dlagoponoLeltal OTLg TEQUTTMOELS AUTES OV E(vaL YV~
otol. H duagpogomoinam avty me dpdong mg mapabopudvne €xeL empearwbel pe otopop-
qpoueTorés pekéteg ol omoleg €0eEay 6Tt otov umoxhvird TTYTT n okt pdto, o agbude
HOU TO UG0S TOV 00TIRMY O0RIDMY TOV amoyyddous oatitn Lotov tagauévouy ouviidog ope-
TAPAMTES 1] MTOQET %o VO EPViTOVY kY ciENOY, VA OTOV CUUTELyY 00TiTN LOTO 1 00TLRY
wdto elval pELUEVY, 1 VTOTEQLOOTLXT] CrrOQEOMNON QUENUEVN Ha TO TAXOS TOV QPAOLOT
UELUEVO (8).

O wotohoyrés autég petaforés Tov oxehetol urd ™y enidocon ™g tapabopudvig orjje-
oa elva duvotoy va exTiun Boiv 1o vor RoTaryQagpov e oyeTiny anpiPeto pe v Porbewc v
UNYOVN ATV TEOGOLOQLOUOT TG OTTLAG TURVOTHTHS OF BECELS PE DLapoQETLHY] TEQLERTLHGTY-
10, 0 OOYYDOM #ew ouumaryr] ootity totd. To €5m dupo T reguidog €xel yonoonomBet ooy
CVTITQOOMMEVTIAY BE0M TOU OUNITErY oS O0TET LoTeY, 1) OTTOVEUALXY OTIAY TOU OTOYYHAOUG Hott
10 Woylo cav aviurpoonmevtxy Oon pewmic ovataons. Zrov vrorhvind ITYII v ootuny mu-
HVOTTOL KO TV OLdyveoom TG vOooU elval onuavTid LeLmpévn oty xepnida, dumoeital
apetdfinm 1 elvon ehdiota perwpévn oty OMEE (ooguiz polpa orovoulxtc otiing), eva
oo woyio 1 pelwon eppavitel evoidpeon wur (6). Oa mpémet va onpuetnBel du To amotehéopa-
0L ot avapEQoval ot petktég opddeg aobevav pe ITYTT xou pmopel va dropopomomBotv oe
vroxayooies aoBevdv te Wialteoa mpofiporta. “Ever oo avtd wov €xouv dlalteoa: pehe-
™m0l eivan ) oyéon petalyl mg epunvomovong, tov ITYIT xow g oounris véoov. Gaiveton du
010 PeYoAUTEQO TOCOO0TE TV EUUNVONAVOLEXY Yuvaky pe vroxivind ITYTI n oot mo-
wvouyte oy OMEZ dwomnpeltan apetdpinm (9). Yadoyel dumg éva pireo mocoatd gpuumnvo-
TCVOLOKMY YUVOROV UE ONUOvTLHd HeWwpévn oot turvemta oty OMEE, n ool dev O
uropovoe vo. amododel povo omy EALEWm Twy OLoTROYOVMY.
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H eE€MEN ™ ooric véoou atov timo ITYTT moQovoLGobnxe oe pia mpdopoT oxeTind
mpoonux kehém dudpxetag 10 exdv (6, 10). Zmy pehém) o mpoadLOioBNxE 1) ooTINY
TURVOTNTOL 0TS 3 avTLTROoowmeVTIRES BEoELS, *aBdc 1at ot PLoynuxol delntes Tov ooTinoy
uetoforiopot oe 101 aovpmtopomrotc aobeveic pe ITYTT ex tov omoimy ot TEQLOOGTEQEC
TV YUVAIKES OTNY EPUIVOTCNON 1] TTNV TEQLERINVOTIOWOLCHT] nepiodo. H eE€MEN T oot
#1jg véoou pekeninxe o aobevels mov umophiBnray oe rapabupeoedextopn xa ot aobe-
VELS ywois wania Hepamevtun] mapépPaon. O aobeveic ywoic Bepameio tapovoinoay atlo-
onuelom otebepdtmra wg Tog TV 00T murvSTHTY, Ta enitEeda aopeotiov xa tapaog-
uovng oto alpa, mv amofokj aoPeotiov ota 0vpo o Toug Pognuurotc deinteg petaPoht-
OUOY TV 00TAY, #ah Sk Ty dudoxera g 10eTovg peréme. ‘Ouwg pio opdda 10 yuvourdv
1E EYROTEOTIUEVY EMIVOTONOT 1) OTNV TEQLEUUNVOTTCUOLOKT] 7e0l0d0 eppavicay ueimon
™G 0oTIXIS TURVGTTOS Huplng oy OMEX ®ord 10%. O mpémet Opwg vor omuetmdel dmy
Opdda auTH TWY Yuvourav eiye oplond vynAdtepu entredo aoPeotiov xon mBavdy gofapd-
teQo IIYIT and mv opdda twv aoBevidv o dev nagovoiaos uetaforr oty ooTrY murve-
o Avtibeta, oL aoBevels wov vmopAitnuay oe napabivpeoeidextopr mapovoiaony onuo-
vt adEnon mg ootric murvdtntog ot OMES et otov QU EVe Tov pneLaiov ootol ®ord
10-12%, evd n oot murvene: oy #epaiSo mapéueive ovolaaTind apetdpinm. H peyo-
Aiteon aiEnom mg ootkic mumvetTag oty OMES naEaTENBN*E ToV MO YEdvo neTd
mv mopafuoeoedentow] pe prer povo megautépm Pertionon péyol TV TQGYTN TETQETIC,
EV) TNV OUVEYELDL OVOLOTIRG TOQENELVE apeTdBm. AviiBeta, oToy QUYEVOL TOY pnoLaiov
1 ciEnom firav moodevtixn xou Siemoritnxe %ad’ 6hn ™ didoxrera g 10eT00g moparokov-
Bnong. H oniEnom mg oomiig murvémrag ity avdhoyn xaw ouie EUPT VOOV OLAKES YUV~
neg. H ammoxardotaon twv emmédwv me mapabopudvng ota quotokoyixd enireda uetd Ty
nagabupeoedextop o 1 doon ™ npooTaTevTic e Spdome oto OmoYYwHdn 00TiTN 10TG,
neQadoEws dev ouvodeliBnxe and pelwon ahhd atiEnon me 00TIXYS TURVGTNTOC T, OMEX
(20%) omv oudda. ot twv acbevdv. O magamorioeis ovté otnpilovy TV droym 6t oL
aobevelg pe yapnhi oot murveTira omy OMES xatd my Oudyvon tov ITYT Ba mpénet
vovrofidhhovion o mapadugeoedentow. H eEEMEN e ootaic véoou otoy TTYTI delyvel
6n oohouBel o pdoeL, apynd epgaviletan andheia ootuic udlag, 1 omoio 0TV oUVE-
XeLo: otabeomoreiton xwols mepatépm emdeivmon.

Exdnhdoerg a6 rovg vepgovs. Onwg 1idn ehéyon, vegooLOicon otov umoxhying ITYTT
EQavileTal 0€ TOC0OTS WrEGTeEO Tov 20% T aobevdy, evid veppaoBEotmon omotehel
omdvie héov exdriwan. H vepoohBiaon omodidetal omy ovEnpévy anopoh aopeotiov
oTeL 000, 1 ool TEoRaAE T and Ty dpdon g mopuBogudvie oTa 0oTd 1 OT1) IOt~
yoyi Brrapivig 1,25-D; otoug vegpots. YrotpomdCovoa vepoohibiaon yapaxtoiCel ouvy-
Bug toug aobeveis pe ITYTT ywpig xetpoveyi avtipetdmon me véoou, eved petwon xard
90% g oUYVOTTAG EUPAVLONG TAQUTNQE AL LETA TV mopabupsoestdertow (1),

Ahheg xhvinés exdnrdoeis. Ynoomoileta 6 aoBevelc pe voxhivind ITYTI, dev elvan
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EVTEMDS COVUTTWUOTIROL, AARG eppaviCouy mieg vevpoyuylatoLnés fj dhheg exdnhdioeig, ol
omoieg eEapaviCovial petd and emruyy xewoveyuri aviuetdmon mg véoov (1, 6). Meta-
£ autdv mepthapPdvovon 1) edrokn wémwan, 1 aduvagie, 1 xatdbiuym, n pelowon g uvi-
ung, To didiyutae 0oTird dhyn, 1) mohvovplo xow 1 okvdupie. O exdnhdoeig Gumg ouTeg eivan
un e1dinge, eppoviCovrol xow 08 GALES HOTOOTEOELS, VTOYWEOTY ®ow PETA otd dAlov eldoug
enepPdoelg (.. Bupeoeidentop) vou £Tol dev popotv va amodoboiv ue Pefardmra omy
drataipor g Aettougyiog Twv ToQaBUQEOELDMY.

[oMéc dhhec mabohoynés nataotdoeig €xouvv megrypaget otov ITYIL [lepryodpetan
auENIEVY auyvotta evandBeons ahdtav aopeatiov oto proxdodio xat Tig PudBides mg
noipdLdc, ®abde xaw vTeTEOpIN NS ELoTERAS RoLAlug aveEAQTNTNG TG KETNELRTS TTEOTS,
1 omoic voyweel petd my topadupeoedextour. Ot exONAOOELS SUWG AUTES THQATNQOU-
vran o€ aobeveig e v whaoow] popey Tov ITYTI xou dev gaiveral va agooiv Ty
pnoog e v omoio orjuepa avayvopiletal n véoos. Eniong avapépetan vmégraon, v omoln
Sev umoyweel netd ™y mapabupeoeldentopr, TEXTRG EAxog, ovourt] apBoimda 1A xwoig
Gpmg Vo uTdoEEL PEYOL OYLEQC TEXUNOLOUEVT UOYETLOT e TV vO00. TEAOS 1) avapedpewn
modandtego. avEnuévn Bmopdmra and mabhioels Tov nupdieryyewot o SIGQopEs #a-
noffeteg Sev paiveto va empfePoudvetl amd TOG0QaTeg HELETES OF Y1) ETAEYUEVOUG TTAY-
Buopoic aobevay pe ITYTL

AITIOAOITA - TAGOI'ENEIA 1IYII

O IIYTI ogeiherar 1o 75-80% tv REQUITHOEWY OF POVIOES HOL OTOVIGTATOL OF TTOAL-
TG adevapora (<1%) To onoie avorTicoovToL e QUOLOAOYLHWY THQUBVEEOELOWY, OTO
20% oe SLdyu vrEQmAaaic ¥aL omdvia o raprivopa tov togudupeoeday (1). Eivo
nored &0 LE TOELS POPEC OUYVETEQOS OTLS YUVAIKES 0’ GTL OTOUG GvOPEG Kot WEAVEL PE TV
16,0000 e Nhuriag pe T HéyoT ouyvomta epgdviong Ty 61 dexaetio g Lors. O TTYTI
onaving (<5%) omotehel exdiitwon ®Angovopodpevwy ovvdoduwy émmg ) MEN-1xa MEN-
2a (multiple endocrine neoplasia type 1 xou type 2a), 1 0L£0YEViS VTOOOPETTIOVQLAY UTEQU:-
oBeonicupia, o veoyvirdg dpuwic vrepgnapabupeoetdiopnds (neonatal severe hyperparathyro-
idism, NSHPT) wow o HPT-JT (hyperparathyroidism-jaw tumor syndrome). Zro 95% twv
TeQUTTdoEmV eppoviCeTou e Tv omopadiri Loper xaw ogethetal ouvibwg ot povijges adE-
VOLO TV ToeafuQeE0ELdMmV.

v MEN-1 ouvdudCetar ovwijBmg e ty eppavion VEOmAaGUATOY G UTOQuoNG %o
TOU YQLOTQEVIEQIXOU GUOTUOTOG, Y opaxTolCeTon amtd Sudyum vemAaoio Twv TapabuQeosL-
dcv 1 avdmtuEn mohhamhdy adevopdtoy, exdnidvetar ot veapdtepn nhria (uéyor my 3"
denceticr) xow amotehel mv ouyvoTeon (95%) o Ty mhéov mpuun exdimon Tov ouvoeo-
uov (1, 11). H MEN-1 petofipdleron e 1oV GuTO0mUaTIAG ETHQATOUVIO, YOQUAHTI O ROl
opeihetar ot adpavomomntixés petohhdEels Tov yovidiov MEN-1, to omoio Poloxeton ot0
yowpdomuo 11q13 xaw avijxel omy roTyoplo TV 1aTaotaktiady yovidioy (tumor suppres-
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sor genes). H avinrugn veomhaopdrwy omv MEN-1 axohovBel my vnébeon tov “Svo xrv-
mnpdtwv” (two-hit hypothesis) rov Knudson, obpguwva pe v omoic 1o tpoopefinuéva dro-
ot aQyd #AnQovopouv To éva and ta dio ahdrihue Tou yowdiov MEN-1 pe ) UETAMOED,
eva 1o devtepo mpoofdhheal petd v yévinon (second hit) xon amorehel mv omaaitm
mpotimoBeon dua v EvagEn g veomhaoiag oe edwolc otovg (. napabupeoeldeic).

Zmv MEN-2a ITYIT exdnidverar oto 35% mepinov tov aoBeviy xow ouvdudteto ouvij-
Bg pe prehoeldés apxivapo Tov Bupeoedots xo patoyowpoxritiope. H MEN-2a HETO-
PipdCetan pe TV AUTOOWUOTIAG EMAQATOTVTC YUQUXTHQO %01 OPEIAETOL OF EVEQYOTOUTIKEC
uetahhdEels Tov mpuro-oyxoyovidiov RET, 10 omolo Boioxetan oto yowudompc 10q11.2
RO XODAOTOLEL £V, UTOdOYEQ TG HUTTOROTACTROTIYG HERBEAVNS UE 18LGTTEC TUQOOLVL-
¢ nivaong (cell surface tyrosine kinase receptor) (11). Amoteheitan omd éva eEonuTidouo
TWIKO 0TTeQATNTO Y100 TV OUVOEDM e TOUG EVEQYOTOMTES TOU (0vdAOYX TOU LOTOU TTOU £~
(podaletat) xou Eva evOoruTIAQLO TWud, T0 0T0(0 eveQyomoLdvVTaCS éva dixtuo ¥ivaoiv MAPK
(mitogen-activated protein kinases) petapipdlet to eEnnutidolo epéBloua oto souTeEQLHS
Tou ®utrdpov. MetahhdEeig oo eEmnurrdpio Turjpa, Srmg oy MEN-2a, mporahoty autd-
poo SEQLOUG xau cutogvegyomoinon Tou vmodoxga. H evegyomoimon tov RET éyet idwai-
TeEn onuaaia yuo Tov €heyyo g drapogomoinong, Tov ToAOTACLEOROT Kl TN ATSTTO-
ONg TWV RUTTAQWV,

To atvdpopo HPT-JT perafipdletan pe 1ov autoompaming emuoatotveo xopoxmioo 1o
TO YEVETLXO OpAAue gaiveta 6t fploxetal o ouyrexQUIEV) TEQLoyT TOU Kowuooduatoc 1
(q21-q32) ywols v €xet mooodiogioBel pe axpiBeta (1, 12). Xagommoitetou omé tv ENQA-
vion ITYIT %on ooteoivwddv veomhaopdrmy mg dve 1j xdtm yvdov. Zro otivdpouo autd 1
OURVETITCL EPQAVLOTIS HUQAIVOL TV oipaibupeoelddv sivan cvEnuévn, evad éxel avapepBel
1 ovvimaeEn mowrihiog drhav mabioewv, 6nog Tohvrvotirol vepool, dyrog Wilm, VEQOWXA.
OLCOTWROTC HOL KOQHIVAIOTO KL TCYRQEATING aidevoraorivopa.

O oxoric pmyoviopds yéveons twv adevopdtmv otov oropadd ITYTI dev elvan yvo-
otoc. O autieg aiveral va lva didpoee, Grug ®at oL THQAYOVTES TOV OUUETEYOUV OTHY
000uon Tov ohhomhaoLaopoy TV ¥uTIdomY TV Tepafupeoeddy. ExOeoy oty frrapuivy
1,25-OH-D; avaotéhhel apevdg tov moAhamhaotaopd twv napabugeostdindy wttdony,
OPETEQOY TNV EXXQLON TS TaRaBOPUGYNG, YeYOVES IOV VIodNAGIVEL GTL UeTafohés 01O pd-
QLO TNG OQROVIE et ®uQimg aTov vodoyEa g (VDR) mbaviy va el onpervion] enidooon
07OV TOMATAAOLOUGS TV xuTTdewy. Modypar, npdopam peém édeiEe T ot adevipora
oo aobevels pe onopadind ITYIIM éxpoaon tov VDR elval petopévn, eve ta enimede tov
mRNA mg tagaboppdvng onuaviiud cvEnpéva (13). Ow napatnoroeis ovtéc Selyvouy Gut
ueTaBOAES Tov 0pLBot 1 g Aertovpymdtrag Twv VDR Ba pmopotooy mbavey v OUUE-
TEYOUY OV avdnTuEn agyund vrepmhaciag wal omy ouveyewa adevoudrtov otov YL

Akhor mopdyoveeg mov Oa progovioay v meodLaBésovy Yo Ty avanTuEN umepmhOOTC
otovg tapabugeoeldels eival ta yupnhd enineda aoPeotiov, Ta avEnuéva enlredo puops-
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QOU HCL 1) HELWUEVN EXPOUOT) TWV HUTTUQONAGOUATIRMV VTOJ0YEWY TTOU aviyVEDOUY TIC liE-
TaPOAES TV OUYHEVTRWOEMY TOV 0oPeatiov oto aipa (calcium-sensing receptors, CaSR) wou
wyNToToLovy Toug PUBLOTIXOTS UNYovIopoUs Exxplomg ¢ napabopudve. H vrepmhooio
OTLG TEQLITTMOELS OTES Elva cuviBmg TOAUXAMDVIXY %o T KoK TNOILEL OUENUEVOS KuTTa-
odg moAhamhoowaouds, ouvinixn mov mEodadETel Lo TV EUEEVLON YOVIOIUXOY HETAMAG-
Eewv e mbavi) xordingn my avantudn adevopdrov (Ewdva 1). Hodyuon €xel foebei 6u
netahhagels rov yovidiov tov CaSR gvfivvovran yia tny FHH xaw tov NSHPT, mafnogig mou
yapaxtneiCovrar amd dudyut vrepmhoote vow avammgn adevoudtmy otovg mepabupeosl-
delg, nabuwg xaw amd onpaviie) aiEnom Tov kortkoy onpelov (set-point) avaotorig g €x-
#oLonE ™G apafoeudvng amnd Tig EEMRUTIAQLES OUYKEVIQWOELS TOV AOPEOTIOV (avTioTao
oty dpdom tov aoPeotiov). Avaroyn atEnom (10-30%) tov xoLtoy cutod onueiov ova-
otohig ™mg mapofopudwng mopatoeitol xon orov ITYTL, 1 ool dpwe dev anodidetar oe
vevetn avopahric tov CaSR, xafdcov oxetnn perém) adevopdrwov and aobeveic pe omo-
padwnd ITYIT anétvye va avadeEet omowadimote yeveurii avopakio otov vnodoygo (13).
Evahhaxtixd, 1 aviiotaon om dpdon tov aofeotiov orov ITYIT Bo urogovioe va amododsi
oe pewopuévn éxgpoaon twv CaSR omy wuttapomhaouatin nepfodyn tov magubupeoeidi-
®OV ®UTTAQWV, Omwg edelybn ot mpdopaTn OYETIRA HeLETN e T KOO AVOCOIOTOYN KDY
uedddwv aviyvevong tov vrodoyéa (14).

Adevauara otovg mopabupsoetdels adéveg avamriooovial eite petd and adgovomoim-
o RoTaotohtiray yovidiny 1 evegyomoinon oyxoyovidinv. H mhéov ouyvd avapepdpevn
vevetiri] doropay ot adevapaTa TV TeQadveEoEdwy sivan 1) amMAEL TN ETEQOLVYW-
tiag (loss of heterozygosity, LOH) oto ypwudowpa 11g, evderntins tnapEng om Béon ovmi
£vdg Tovhdyotov yovidiov vrevbuvou g veomhaoiog (12). H avayvdpion tov yovidion

\L Ca™ Pvoiokoyindg
$1.25 (OH).D, napudupeoEds

adévag

T Phosphate
Teverni mpodudfeon \/
Elattopevn engoaon Hohvdovie oo
vrepnhuoia e.q. R‘Br(psa)
;’/',g'N MENT
e.g. En PRAD1
MENT
Tolvrehavear MR""”’"J‘:""”‘T 1 Movoxhoviud Movordovind
vregmhaoie OALYORAIVIKY adévapa ragrivope
eEQIAQsio

TRENDS in Fndocrinoloav & Metabolsn
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MEN-1 0" avt m) yevetunj Oéon dfnoe mepantéom ™y éosuva yiat mbavég petarhateig
UTLOAOYIRG CUOYETICOMEVEG LE TIS VEOTANOLES TWY TORABVOEOELB Y. [Tpdypatt, couatinég
neTahAdEeLS oo yovidio MEN-1 éyouv Boebel oto 27% tav OmoQudHAdY adevLUdTOV TV
mapaBugeoediv (12, 15, 16). To yovidio MEN-1 wmdixomote{ myv TowTelvn pevivn, n omola
amotereitan amd 610 opvoSéa xen aoxel my xomaorohtie] enl e veomhaoiog dpdon g
OTOV TUQIVe TOV Kuttdigou (17). Exel cuvdéetol pe Tov petorypopixg napayovra junD xow
avaotéhker v dpaotoidmrd tov. O junD ouwvdedpevoe ue tov HETOYQUQUXO TTepdyovTo,
fos xon omv ovveygia pe my evegyomomuévn npwreivy-1 (activated protein 1, AP-1) oymua-
TiCov GUPmAEYIC pE TV ikavoTyTa VoL EVEQYOTOLE dudgoga yovidio. H petorypaque o
LOLGTNTO. TOU CUTTAEYLOTOS valOTERRETON 0T6 THY OTVOE G TOV junD pe v pevivn (Ewdva.
2) (11). Zmyv mohhamh veomhaota timov 1 1o uéeLd me pevivig eivar TEOTOTOMUEVO AGYW
HETGALOENS TOL Yovidiov TG, Yeyoves mou Tv epmodilet va ouvdeBel HE TOV junD ®ow va
aorroel Ty dpdom mg. O duaduraoieg tov axohovBovy xai 0dnyouv OTNY EUPAVLON VEO-
TMORATOV OE OUYREHQLIEVOUS LOTOTS dev elvan axuBde YVmoTor.

"Eva oyxoyovidio dnuiovyeiton and pic petdihakn v omoie tov mp0oodideL Aettovgyieg
mov dev elye elte MaTapdosovIug TY EXXOLOY TIC QUOLOAOYLRYS TOWTEIVG OV XWdLKO-
TOLEL €LTE ONIOVQYMVTAS [LLe HETOANOYREVY TOWTETVY pe Toomomotnuévn dpdon. H un pe-
TOAROLYREVT LOQEY] TOV 0yRoYOVIDIOU OvOpdLeTa TowTo-0yx0Y0viSlo. To PRAD] (parathy-
roid adenoma 1) eival éva and cud xau €xer svoyomounBe yio v dnuovpyio tov adevo-

Metappaorikd - %
cupmEyHa E&apripevn

Evepyng UETAPOUOT)
HETdppaom

EEuptdiuevy
Avaagtohi HETAQOO)

HETAPOHONG

Eveoviic
UEThEQOoN

Ewova 2.
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udtwv Tov tagabupeoeddv (11, 12). Avayvopiotnxe agynd og dto adevauota maoubv-
peoedddv ot omoio péow tov RELP (restriction fragment length polymorphism) aviyvev-
Bnroy ahhayég oto yomudompa 11 mov apopoicay to yovidio g mapabopudwns. Iepout-
ow avaivo g doprg amexdivpe avaxatavopj (rearrangement) # avaouvovaopd (re-
combination) g 5-puBpotins epLoxng Tov yovidiov g mapabopudvng (PTHS') ne éva
wro6 Twjue DNA tov ypwpoodpotog 11 (D118287), oto onolo mponahotos dpopartir
VTEQERPOOLON O 0QLOPEVT adevdpota togabupeoedav. To twipa ovtd tov DNA ovopd-
ofnxe PRADI zau foébnre va xondimomotel v xurdivny D1 (cyclin D1), n omolo omotehel
onuovTiRG QUBLOTLXG Tapdyovia ™5 edons G1 tov xuttapuol xirhov. Ilepautépw €pev-
veg §0e1Eav dm to yovidio g xuriivny D1 (PRAD1) edpdletar ato ypooudowpe 11q13 xa
g mepabopudvng oto 1115 (Ewdva 3). Zmv cuvéyeia amoxarigbnne on 1 6An diaduxa-
olo TepLehdupove Pl TEQILEVTQOUEQLXY] AVAOTEOEY YEVETIAOU UMKOU HEGM TG OTOI0G TO
oyroyovédo PRADT etiBeto vrd v puBpioti entdoaon ms PTHS, 1 omoilo mporahotoe
dpaparu vregénpoaon ™mg vurhivng 1 (BEwova 3a) (11). H wuxhivy D1 pe mv og10d mg
TEOXOAE] PwOPOQUALMON TG TEWTELYNG OV RWAXOTOLEITAL U6 TO HATAOTUATING YOVIdLO
10U peTvofhcotdpatog (Rb), v adpavomolel xa €101 TQOGYEL TOV HUTTUQUKG TOAAATTAN-
owaopud (Ewdéva 3b). H ovyvdmra mg yevetris autrig avopahiog ota adevopate tov mo-
pofupeoelduv dev €xel axdpa mpoodiopobel pe axpifela. And tg péyoL orjpeQo peréteg
paivetal va xupaivetol petass 18-40% (12).

ENAEIZEIL XEIPOYPITKHE ANTIMETQIIIEHE TOY ITYII

‘Onwg 1idm eréybn 1 mpdiun Sidyvwon €xel TOOmOTOL|oeL SQUUOTIHG TIG RMVIHES EndM-
Mboerg Tov ITYTT now mv €xeL LeTaTREPEL 08 vOo0 1 omoio ouviiBag dev €xel napia amd Tig

(@ (b) Inueio ereyyon
. ) TOU RUTTEpIROU #iirhov
PTH ~ovido & PTH ~yovibo 4
: Chr. 11g15 Gl ghon o ~m_m%
prH5 A ——
y CdkAg)
£ Cyclin DA s
Kevrgopepidlo i \ PP
ok |
M qdon ———ﬁ-‘
PTHS' \ ;
PRAD1 PRADY 4
gene gene "
S . S qaon
Duolohoyud Avaotpogr xevipopspidlon G2gdon SOl Sess
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TUTRES EXONADVELS TIS TOQUTETAUEVNS UTTEQOOPETTLOLUIOS KO THS VIEQEXKQLONC G Topa-
Boppdvng mov yagaxmeovy v xhaooxi o tou ITYTT tov mapehdévioc. H nahorjng
eEEMEN TG vOooU %at 1 dramioTwon ST Eva oMUOVTLRGS TOC00TE TwY aoBevdy UE QOUUTTTO-
poxd ITYTT progotv va amogiyouy my yetooveyw enéupaon vt va nogaxrorovBotvial
ke aoqdheLa, £xovy OoeL vd appLopimon ™y yetpovoyixi OVTLUETAITLOY OOV TNV HOVadL-
w1 Bepaumeia yio Ghovg aveEapgtwg Tovg acbevels pe TTYTL Avapgifioha n xewpovpyu
emépfoon ouviotdron yior Shovg exelvoug Toug aoBevels pe Ty xhaootxt] nopgn Tov ITYIL
Emiomg, yewoovpywi enépfaom ouviotdrar oe éve 1o0ootd aobevdy e aovprropatns ITYIT
0TOVg 0m0l0LS avLyvevovtaw mBuvol Tadyovies kvdvvou yio TV ovdmTuEn emmhordy ™mg
v6oov. I'a toug aoBeveis autovg €xovy Beomiotel auyxerpuuéva woumioua e Piom te orroio:
Ba mémel va amogaoiCetal n yewpovpywr avietdmon. Ta vt qutd anopaoitovral
oo opdda ewdindiv, n Tehevtaio ouvdudoxeyn twv omofwv éhafe xdoo Tov Ampiho tov
2002 oto NIH twv HITA (22). Ta #ormioie ontd etvan: 1) Aopéotio 0pot ueyarvitego vad 1
mg an6 10 avaTeQo (puatoroyd 610, 2) aoBéotio ovpmv 24doou > 400 mg, xafooov
avdvouy oL TBaveTTes yLa Ty avanTugn vepoobiaong, 3) uelwan xowd 30% me xaHog-
Mg #peaTvivg, 4) ootk muxveTTa oY 00gUiXT] polpa ™g omoviukixi, oto woylo 1 ato
dxpo mg xeridag 2.5 SD yopnidteon and ™y péyiom (peak bone mass, Tsc<2.5), 5) nh-
Hia urQoTeEn TV S0 eTev 1o 6) 1 evOederypévn Lot maganohovBnom sivay adtvam 1
un embupn and Tov aoBevii. Me Bdon ta xprmiplo. awtd 1o 53% tav aoBevady ue ITYTI Ba
TEETEL VL AVTLLETORTOVTAL XELQOVQYIRd, £ ovtdhv Be ) mhetovdThTa: £lvon aoBeveic UE aov-
prrroopomro ITYIL

ITAGHZEIZ TOY O®EIAONTAI ZE ANTIETAZH LTO EEQKYTTAPIO ALBELTIO

[Teguhappdver my owoyevi umoaapeotiovgu] viepaofeotionuia (familial hypocalciur-
ic hypercalcemia, FHH) %ot tov veoyvixd douut vrepmogoupeoetdions (neonatal severe
hyperparathyroidism, NSHPT). Ou 8vo awrég mafhioeis eEetditovion Eeympiond enewdi £xouv
rowt teboguotoroyia, 1) omoia agogd My xavéTyTa TV TapaBupEoeLdKdY HUTTAQV Ve
avihapfavovial TG QuaLohoyLres UeTaBOREC TV OUYKEVTDHOEMVY TOV EEWHUTIAOLOV CLOPe-
otiov. An6 nig dvo mabhjoeig o eEetanBel pévo n FHH, agot o NSHPT 6o, avoivbel oe
ahho xeqdhato. oty xediteon karavénom g véoov Ba mpénel vo meonynBel avapopd
OTOUG INYAVIOpoUs HEcw v onolwy Ta magabupeoedind xiTtaga avigvetouy Tic ouyxe-
VIQWOELS TOV aafeaTion.

To nagabupgoeidird xittapa Bewgotival tpdtume xiTropa we TEOC ™Y avéTyTo v
VIVEVOUV UE EVILTWOLORT oeQiBerc arndpo o eEhdyLoTeg neTaforec tmv OUYXEVTQWOEWV
oV eEmxuTTdgLOL aofeotion. Tnv avémre cvt v mpoodidouy e1durol HUTTRQOTA OO UL
%0k Vmod0YE (S avixvevomg Tov aoeotiov (calcium-sensing receptor, CaSR), ov omoiot #o:-
Bopovv v €xxoion g mapaBopudwng kow pécw AT ™Y OUOLOCTAGLO. TOU aopeotiov
(18,20). O CaSR avijuerL omv 01x0YEVELR TV VT0dOYEWV OV OUVdEOVTAL e ¢ G mpwrei-
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VES %ol T0 Yovidio mou Tov nwduomotel Poloneton ota paxpd O*EM TOU YOWUOCHUATOS 3
(19). Extdc twv mapabupeoedav aviyveletal ®ou o8 GAAOVS LoTOUC IOV CUULLETEYOUY 0TIV
opotootacic Tov aoPeotiov 6nog: 1) Zta C witraga tov Hupeoewdotic, ota omolo magovoic,
auEnuévay ouyrevipdoewy aoPeatiov dieyelpouv v éxxolon ™ xadottovivng. 2) Zto oyl
TLLOL TOV AVIOVTOS OREAOUS TOU VEQOWVL TOV VEQELOU grotov (cortical thick ascending
limb). AvEnpéveg auyrevrpdoels LWoviwy Ca xaw Mg ota ovga evegyomotovy toug CaSR om
Béan auny, ue amotéreoua ) pelwon mg exavarogedgnor toug (20). O tomud owtdg pnya-
viopdc amoterel uEQog Tov yeVirdTEQOL CuoTaTog pUIong Thg opotoataoiog Tov aofe-
oTiov, ahhd 1 axQLpric onpacio Tov Topapevel dyvoor. 3). Xta tehud adpolotnd cwinvd-
oLa, OOV QaiVETaL Ve GUUPETEYOLY oty exdihwan Tou veppoyevols amoiov Swafij, mou
gngavietal ong oofapés aopeotiovpies. O pyaviopds autds QaiveTal va €XeL QuoLloroyL-
¥ onpaoic, xabooov n auEnuévn ookt ¥oatoc mbavov va dpa amoToemnTivg otV Eppd-
vion vegohBioong. 4) Zta eyyis eomelpauéva cwinvdpla, otov mbavohoyeltol 6Tl pewd-
vel dueoa v ovvieon g Prrapivng 1,25(0OH),Ds. 5) Znig mpddooues HoppeEs Twv 0aTeo-
Brootwv o 0oteorhaoTdv, oToug diagogoroinuévous 00TeOPAAOTES ROl O [LXQO TOCOOTO
TV Gy ooteoxiaotay (18, 20). "Exel dewybel o1 péow twv CaSR ta avEnuéva enineda
aofeotiov aorolv dueon, avesdont e napabogudvng, dodon atov 0oTike HETOPOALOUD,
avaotéhhovag v dpaotnoLdtTa Twv 00TEORACOTAY ®aL dieyelipoviag Ty dpaamoLdtta
TV 00TEOPAATTHV.

H FHH ogeiheton nupimg ot adgavomomntikéc uetarhdEels tov evog ariniiov (etegoty-
vog o), eved 0 NSHPT xau tov do aliniiov tou yovidiov mov xmdwomnotel tov CaSR
(Ewdva 4). H yeverw autyj PAdfn tou CaSR eivar vredbuvn yia v exdijhoon e véoou
010 90% TV TEQUTTHOEWY %ol OUVOdEVETAL (Nl avTIOTAON TV TUQAOVQEOELIWY TNV Cva-
otahtxy dpdon Tov aoPeotiov (18, 20). Me diha AdyLa 0 0VdGS avaoTOANS TG EX1OLONC TG
rapabopudvng amd to aoPéotio etvar avEnuévos. H yeverunn o avwpahio 0ev meplopile-
T uévo otovg CaSR twv mapabupeoetdiney ®uttdomy, arhd apopd xal tovg dhiovg Lotolg
aroug omoiovg exgodletal O petahhayuévol CaSR ota vepowrd ominvagLa paiveton va
gvBivovian ®otd ®ipLo AGyo ya Ty vroaoPeotiovgic mov nagameeitol oty FHH, xabo-
oov ot empével atoug aobevels ue my véoo xay petd y oxt agaipgon Twv mapabv-
peoewdv (18). H mapatrionon avt oe ouvdvaoud pe ty taom tov acbevay pe FHH va
npaviCouy fma aiEnon tov emméduy Tov payvnotov delyvel 6t faown atia yio tig dio
outég daaparygs elvan M aviiotoon tov petarhaypévov CaSR oto mayy avidv onéhog Tou
VEQOMOVO, OTIC OUYXEVTRWOELS aoPeatiov xau poryviotov ota ovpa. Mewwpévn evanotnoio
v CaSR moodyel v emavamopedypnon aofeotiov vow paywnoiov vol 00nyel o€ peiwon
mg amofolic Toug ota ovipa, evd cupfdilel 0TV aiEnom TV OUYREVIQHOEMY TV LOVTIWDY
oo aiua. Hyeverny avopoiic tov CaSR dev eivar ) povaduwn veiBuvy yiomy exdifhoon
mg FHH, rafdoov dvo emumhéov tegLoyés tov xompoodpatog 19 gaivetal vo ouvdEovtal
ue ™y véoo (18). Ze ondvieg mepumtdoels poiveTon o T afmie wov mporohoty FHH ey
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Ewxova. 4.

gxovv yeveruu Bom. Todogara avaxowdinxe St peows adpavomoinon twv CaSR o
endnhadoeg ovpfarés ue FHH progel va mponhnOel amé avtoavtionpata évavi twv CaSR
(21). Xaganmouotind mg drormopayic eivan 1 mepLodue] Ao TOV QUYOPEVOU o 1)
avVIATTOROLOT OTN Y00y 0N YAUROROQTLHOELSGV.

H FHH eivow omévia yevetnn dueropog, 1 omofa mponahel T aoupTmpeTn ureQa-
oPeotiaupio zou mpofhpara om dagpogua dudyvaon pe Tov aouprttmpomxd ITYTL Kinpovo-
HELTaL JLE TOV QUTGOMUO ETRQUTOVVTC XAQAARTHQO: Ka epgporvilel oyed6v 100% dewodutindm-
0t (penetrance). Etvau yopoxmououxd 6t ot aoBeveic ue FHH Sev epgpaviCovv g exdnid-
OELG IOV TOROTNEOVVTCL otovg acleveis pe ITYIL. O sgyoomoiomde éheyyog Selyvel vimua vrme-
oaofeauonpio, fima veQuoyVNOLLpio 1 emimeda poryvnoiov ota OVOITEQC PUOLOAOYIXG HOL
Yevuud guatohoywxd exineda mopaBopudng, guogdoor xa 1,25(0H),D;. Metals tov ou-
YREVIRWOEWY TOU aofeaTion wow tov poyynoiov otov 006 TeQoTnEEiTon BeTinn ouayétion, eva
otov ITYII nopooeiton agvnuuni ovoygnion. To mhéov yopaxrmotonnd evonua oty FHH
elvan 1 peLopévn améxxoion aofeotiov ota ovipa, 1 ool avademvicton ROAMTEQU e TOV
mQOOdLOQIONGS T TyEomg xdbopom aofeatiov pog xdbapon npeatvivig (UuXS./U.XS,,).
H oygon avm oe nepimov 80% twv aofeviv pe FHH eivon <0.01, evad owviiBmg otovg aobe-
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veic pe ITYTI n oyéom avti efva >0.01. Ou Selxteg tov ootixol petafoMopol pmoget vo eival
000G, UENUEVOL, 1| 00TRT] UMGS TTURVETNTX YeVIrd dev paiveton vo extnpedletan. H eE€hEn
¢ FHH eivan nothoriing #aw dev durouoroyelton omotadnmote ¥ELpovgyiry maoépfoon.
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Epomijoeig

L

128

[Moweg and tig axdrovBeg mapauétpovg elval amopalmes yia Ty dudyvmon tov ITYTT,
A. AvEnpuéva enineda aofeotiov ota ovpa.

B. AvEnuéva enimeda mapabopudvng oto aiua.

I. Meawwpéva enineda pumopopov oTo aija.

A. AvEnuéva enimeda aofeotiov oto alpa.

E. Zmvbnpoypapirds €heyyog Betindg yia adévopa tapabuoeoeldav.

TToteg amd g axdrovBes petaPorés mponahel n Exhewyn frrapivng D otov ITYI;
A, ®uowhoywd eninedo aofeotiov oto aipa.

B. AvEnpuéva enineda nopaBopudvng oto aipa.

T'. AvEnpévn arofor puapogov ota ovpa.

A. Mewwpévn aopfory aoPeatiov ota ovpa.

E. AvEnuéva enineda payvnolov oto aiua.

And moweg dhheg mabfoelg mov mpoxahotv vepaopeotiopic doywoCouy tov ITYIT ot

olyyooveg pébodol mpoodioglopoy Tov axgpaov pogiov mg napabopudvne (IRMA/

ICMA);

A. Tnv vroaopeonovounn unepacPeotioupio (FHH).

B. Ta nopaveomiaopotind ouvopoud.

I'. Tov veoyvixd Bopl vrnepragabdvpeoeldiond (neonatal severe hyperparathyroidism,
NSHPT).

A. Tov HPT-JT (hyperparathyroidism-jaw tumor syndrome).

E. Tnv éhkenym g Preapivng D.

H oy atEnon tav emaédmv me apadopudwg otov aovpmtwpatind ITYTT mpoxahel:
A. Mewwpévn ovvBeon RANKL o avEnpévn otvieon OPG (osteoprotegerin).

B. Meiopévn otvvieon apgotépmv, RANKL »o OPG.

. Algopomoinon %ot EVEQYOTON oY TWV OCTEORANTTHV.

A. Mewopévn ovvBeon Prrapivng D.

E. AuvEnuévn ovvBeon RANKL ot frrapivng D.

TToto eEEMEN epgaviCel n ootk véoog otov acuumtopatxd ITYTT;

A. Ze i XELQOVYNHEVOUS aoBEVELS 1) 00TLHY TUAVOTITO TUQOUEVEL YEVIXA GUETAFANTY).

B. Z¢ un yerpovpynuévoug aoBeveis 1 oot murvémyte peldvetat mpoodevtrd oty
OMEZ, eva) pével opetdpintm oto dxeo g Hepridac,

. T¢ éva vmominBuops uvo [ XELQOURYNUEVOV E[LUNVOTOUOLCKMY YUVOLLMY 1) OO0TLXRY
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muxvotTe omy OMEX mogovoldGe. mooodevtini peiwan.

A. Metd mv agaigeon tov tapatugeoeidixot adeVHpaTog 1) 0oTLRY TURYGTTA TOQOV-
oLdCet ompaveun} adgnon omy OMEE, evd oto dxpo e HEQUIOOG TOQOUUEVEL CLLeTd-
BAnm.

E. Metd mv agaipeon tov nagabupeoeidixod adevipotog 1) OOTLRY] MURVOTTOL TOQOU-
oLdCel onpavtinn oniEnon oe Gheg Tig Béoelg (OMES, UNoLoo %o keERd).

. Iloweg om6 Tig amdhovbeg dotapoys Sev ovppetéye 0T YEVEOT) TV OTOQUdIXGY ode-

VOUATOV TOV ToQeBUEEoetdiv;

A. MetahhdEeig Tov yovidiov tov CaSR.

B. Mewwopéwn énpoaon twv CaSR omy RUTTRQOTACOROTLAY] PEpSodvn TV HUTTRQWY ToV
napadvpeoeldindy.

L. Evepyomommunég uetahhdEels rov yovidiov MEN-1.

A. MetohhdEeLg Tov uetaypaqot mopdyovre junD.

E. MetohhdEeis tov oyxoyovidiov PRADI,

- IToteg petaPorés eppaviter 1o oyroyovidio PRADI oto oropadixd QOEVOUNTO TOV TTaL-

paBupEoEdV.

A. Koraotohtixés petadhdEeic.

B. Znuewomes evegyomomuinéc petaddEerc .

. Kopio petdhraln, arld n BAGBn agopd 1o xataotalums yovidio Tov pevophaotd-
parog (Rb) péow tov omoiov aowei  Spdon tov.

A. TTegurevrpoueguir] avaotopy oto yomudonpa 11 ko otvdeon tov PRADT pe mv
PTHS".

E. TTepuevpopeourt] avaotgogr oto yomudompo 11 %o ovvdeon tov PRADI pe 10
HOTOOTOATLHG Yovidio Tov pemvoPhactdparog (Rb).

. Humoaofeotiovpun vregaoBecnoupio (FHH) ogeiletar oe:

A. Metahhdgers tou yovidiov tou CaSR amoxhelonixd ota vitraga tov TUaBUEOELDMV.

B. MetahhdEeis tou yovidiov tov CaSR amoxhetonind, ot 0vpoQdna cwhnvdola.

I. MerahhdEels Tov yovidiov tov CaSR ota xiTraoa tov TepaBVPEOELOMV RaL TV ov-
QOQORWV GOANVaQIWY.

A. Ze pewopévn éxpoaon twv CaSR oty HUTTRQOTACLTRATUXT] pepfodvn.

E. MetaihdEeis tov yovidiov tov CaSR otoug ooteofhdores 1o 00TEOUAAOTES

. 2y vmoaoPeotiovpurr vrepaopeouapie (FHH) o1 CaSR Boloxovias:
A. Xt eyyls eonelpapéve. vepourd owinvdola 6mou guBpiouv TNV amoQpdenan tou
Loy VN oiou %ol Tov Yuapdpou,
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. 2o eyl ECTELQOUEVTL VEQOLHA OMANVARLOL Omtov owEdvel Ty ovvBeom g Preouivig D.

>t eBpoloTrd owAnvagLe o CUPPBALOUY OV eppavion vepoyevous amiov dofrim.

. Z10 Ty TUTIC TOL AVLOVTOG OXEAOUS TOU VEQEMVD IOV 1) EVEQYOTOIM 0T TOUg avEd-
VEL TNV oo am Tov aofeatiov tov poyvnoiov.

E. 210 oyl TWipet Tov oviGvTog OREAOUS TOU VEQMVE 60V 1) EVEQYOTOINOT| TOUG UELW-

VEL TNV 0mopdpn o) Tov 0oBeaTiov Tov puogpsoov.

> —

10. Zuig evdeitels yua yewoveyw avpetormion tov ITYII mepthapfdavovron:

A. AoPéono 0pol > ratd 1.7 mg omd 10 aveTEQO PUOLOAOYLXS 0QL0.
B. Aoféotio opov > ratd 1.0 mg and 10 avaitepo Quotohoytrs 6QLo.
. Qo munvomra OMZZ > 2.3 8D (Tsc < -2.3).

A. Qo] murvémra OMEZ > 2.5 SD (Tsc < -2.5).

E. Anopol aofeatiov ota ovpa > twv 400 mg,

Amavrijoerg

I.B,A,2.A,A,3.B,4E,5 A, T,A,00A,A,7TA,8.T,9 A, 10. B, A.
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