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To keiyevo autd artroTteAei TepiAnwn Tou TTPWTATUTTOU «AIdyvwon Kal QvTIMETWTTION Tou guvdpoduou Silver-
Russell : 1" diebvi¢ opopwvia» Kal dev oupTtrepIAaUBAvEl avagopég aTn BiBAIoypagia. H d1eBvig opogwvia
TTou ouvtaxbnke atmd 36 €1dkoUug oTo oUvdpouo SR (SRS), ou yneiotnkav o€ ouvavinon Tov OKTwpIo
2015 ka1 dnpooieltnke Tov OKTWRPIo Tou 2016, TTapExEl OCUCTAOEIG, YIa KAIVIKR didyvwan, JopIoKA avaAuon
KAl QVTIMETWTTION TWV aoBevwy pe 10 oUvOpopo SRS. H TpwTtoTUTIN dnpoaoicuon Ptmopei va avadntnBei otnv
nAekTpovikr) dleubuvon: http://www.nature.com/.../.../ncurrent/full/nrendo.2016.138.html

Eicaywyn

To ouvdpopo Silver-Russell (SRS), etriong yvwotd wg ouvdpouo Russell-Silver (RSS), etnpedder amd 1 oTa
30,000 €wg 1 ota 100,000 TTadIG KON XapakTnpifeTal Kupiwg atmd kabuoTtépnon NG avamtuéng. KAIVIKG
XOPaKTNEIOTIKG Twv TTadiwy Pe SRS mepiAapBdavouv: pikpd Bdpog yévvnong yia TNV nAIKia KUNong, TTEpAITEPW
MEiwon TNG au&nong PETAYEVVNTIKA, PEYAAO KEQAAI yia TO OWHa KATA Tn yévvnon (OXETIKA PAKPOKEPAAia),
METWTTO TTOU TTPOEXEI (TTPOEXOV YETWTTO TO OTTOIO Eival TTIO EPPAVEG OTNV NAIKia 12-36 pnvwyv), aCUPPETPIa TOU
owpaTog Kal SUOKOAieg oTn aiTion pe XaunAd &giktn pdafag cwpatog (AMZ). MeveTtikr) aimioAoyia evroTrideTal
TepiTTou 010 60% Twv acBevwyv TToU €xouv KAIVIKA dlayvwoTei pe SRS. Zuxvotepn yeveTiKA aiTia aTToTEAE N
ammwAgla peBuliwong oto xpwuoécwua 11p15 (11p15LOM, 30-60% Twv a0BevWIV) Kal AKOAOUBEI n PNTPIKA
Movoyoveik Slowpia Tou Xpwuoowpuatog 7 (matUPD7, 5-10 % Ttwv acBevwv). Ze autd TO KEipeVO
oupTrepIAauBavovTal o1 KUPIEG KATEUBUVTHPIEG 0BNYiIES YIa TN dIdyvwaon Kal QVTIMETWITION Tou SRS.

Opiocpoi

Mikpd yia TRV nAIKia kKUnong (SGA)
‘Otav 10 BApog Kai/f} To YAKOG yévvnang gival KATw ato -2 oTaBepég atrokAioelg (-2SDS) [mepitrou 3" ekatoaTiaia
B¢on] yia Tnv nAikia KUnong.

EvdopnTpia kaBuoTtépnon tng avgnong (IUGR)

MpoyevvnTikh didyvwon 1mou BacifeTal o€ UTTEPNXOYPAPIKA €UPAUATA KOl XOapakTnpifetal amd kabBuaTtépnon
avgnong Tou guPRpuou (katw amd tn 10" ekatooTiaia Béon). H evdounTpia kaBuaTtépnon TG algnong, MTTopPEi va
£X€l we atmoTéAeopa yévvnon veoyvwyv SGA 1 kai Oxl.
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KAivikR 81dyvwon

H didyvwon Tou SRS eival mpwTtioTwg KAIVIKA Kal
BaoileTal o€ ouvouaouo OUYKEKPIPEVWV
XOPAKTNPIOTIKWY  yVWPIOUATwy. O  yeveTIKOg
MOPIAKOG €AeyXOG MTTOPEl va emBefaiboel Tnv
KAIVIKA) S1dyvwon Kal va cupBdAel otnv KaAuTepn
QVTIMETWTTION TOU OUVOPOUOU. 2T ATOMO OTa
OTTOI0 Ol YEVETIKEG QVAAUOEIG €ival apvnTIKEG, N
KAIVIKR) S1dyvwon auTtr] kaBeauTh €ival apkeTh yia
TNV TTOPOXN TNG ammapaitnTng OTAPIENG KAl TNG
KAatdAANAnG Bepatreiag ammd  eCeidiKeEuuéveg GOTO
OUVOPOUO ONADEG.

Ta KAIVIKG XOpakKTNPEIOTIKA PETALU TwV ATOPWVY
Me SRS  TmoikiNouv  eupéwg  kal  TTOAAG
XOPAKTNEIOTIKA  €ival  €Tmiong Koiva Pe  AAAEG
dlatapaxég TG aufnong. H opoowvia autn
OUVETTWG TIPOTEIVEI TN XPAON TOU OUCTAPATOG
KAIVIKAG BaBpoAdynong Netchine-Harbison [NH-
Clinical Scoring System (NH-CSS), BA. lMivaka 1]
yia va 1ebei n kKAIvikr) didyvwon kal akoAoUuBwg va
emPBePaiwBel pe yeveTikd poplakd €Aeyxo. H
KAipaka NH-CSS trepiAauavel €1 TTapAyovTES TTOU
E€Xouv PBpebei va gival oTATIOTIKA I0XUPOI WG TTPOG
TNV TauToTroinon acBevwyv Tou Ba  atmodeixBei
TEAIKG OTI dev €xouv SRS (ue BaBuoloyia 3 A
Aly6TEPO)  KOBWG Kal  yia  Tov  TTPoadIopIoHd
aoBevwyv TTou £xouv SRS kal Ba eTTweeAnBouv atrd

TN dievépyela Poplakwy eEeTAoEWV (UE BaBuoloyia
4 1 mepioodTEPO).  AuToi o1 €€ TTapdyovTEG
MTTOpoUV  eUKOAG  va  BaBuoAoynBouv  atmd
oTrolodnToTeE  KAIVIKO  yiatpé.  To  ouotnua
BaBuoAdynong eival apkeTd €UEANIKTO WOTE va
MTTOpEl va xpnoidoTroinBei akOun Kol PE €ANITTN
oedopéva.

Edv ol poplokég eEeTdoelg gival apvnTIKEG (OnA.
Oev aveupiokeTal yeveTiKA aitia) (BAETTE TTapdypago
Mopiakdg ‘EAeyxog), n KAIvikry didyvwon tou SRS
Ba Tmpémer va TiBetal povo o€ aocBeveic e
BaBuoAoyia 4 1 TePIOOOTEPO PAOElI TG KAiMOKAG
NH-CSS ue atrapaitntn mTpoUToBeon ota KpITAPIa
VO CUPTTEPIAQUBAVOVTAl TO TTPOEXOV HETWTTO KAl N
OXETIKA MOKPOKEPOAia Katd Tn yévvnon. Eivai
onuavTiké  va  onueiwdel 0TI N OXETIKN
HoKpoke@aAia KaTd Tn yévvnon amoTteAei 101aiTeEpo
XapakTnEIoTikG Tou SRS. H oxeTIK HAKPOKEPAAia
TTapATNEEITAl 0 OAQ OXEOOV TA MIKPA TTAIDIA JE
SRS, pmopei Suwg va TTapatnpnOei kal o€
peyaAUTepa TTaIdId pe SRS kaBwg kail ag TTaIdId e
GAAeg diatapayxéc TG augnong. H KAviki didyvwon
ToU SRS ¢ival dBuokoAdTePO va TEOEI o€ £@riBoug Kal
evAAIKeS e€aiTiag TNG aAAayAG TwV XOPAKTNPIOTIKWV
TOU TIPOCWTIOU KAl TNG TMOavAg €AAeIYNnG Twv
CWMATOPETPIKWY Oedouévwy atrd Tn yévvnon Kal
META. Na v KAIVIKNA o1dyvwaon oTIg

Mivakag 1: KAigaka BaduoAdéynong Netchine-Harbison (NH-CSS)

KMvika xpreijpa

Opwopog

SGA (ywa to fapog kat/1) To PrKog)

(Bapog xat/ 1) prjxog yevvnong < -2 SDS yua v nAia xbdnong)

ZTaotpotT)Td oty avénorn petd )

Ywyog otovg 24+1 prveg < -2SDS, 1] byog < -25DS kdte aro to vpog

yévvnon 0TOX0¢ (BAoel avaotpaTog YOVE®V)
ZXETIKI] HAKPOKEPAALA KT T1) [Tepipetpog kealn)g katd ) yévvnon 21.5 SDS nave amo 1o fapog
yevvnon KAt/ 1) T0 P1)KOg yEVVNong

[Tpoexov petwmo

To petomno npoeSéyet mepa amno to emntrnedo ToL IPOOMIIOL O
n\dayia oyn oV nAikia tov 1-3 etov

Aovppetpia

AMKA 20.5 cm 1) aooppetpia ave akpev 1 AMKA <0.5 cm pe
aocvppetpia 2 ANV HEP®OV TOL OOPATOG (TO EVA PEPOG EKTOG TOD
IIPOCMIION)

Z1ToTikég dvokoAieg Kat/1) yapnAog
AMX

opedng

AMZ < -2SDS oe nAikia 24 pnvev 1) xprjon kabet)pa oitiong i
Xoprjynorn xkonpoemntadivg (cyproheptadine) wg dieyepTiko g

H kAivikry didyvwon, tibetal o droua mou mAnpouv touAdyioTov 4 amo 1a 6 KpiThipida. Av 0 HOPIaKOS EAyxOC Kai n dla@opikh S1dyvwaon
givar apvnTikd, 101€ n d1dyvwaon TiBetail kKAIVIKG o€ aoBeveic Tou TAnpoUv TouAdyioTov 4 KpiThpid, 2 aTTo Ta OTToia amapaITiTwS va givai 1o
TTPOEXOV UETWITTO KAl 1] OXETIKA LAKPOKEPaAia. Zuvrouoypagies: AMKA: diapopd LUNKous Kartw akpwv, SDS: 2Tabspé¢ amokAgioelc,
SGA: uIkpa yia v nAikia kunong, AMZ: éeiktn¢ pddag owparog.

ZuvTopoypa@ieg oTn o€Aida 10




MEYOAUTEPEG NAIKIEG, givai XPNoiuo va
TTPOCKOMIOTOUV  QWTOYPOQieG Twv aoBevwyv o€
MIKpr) nAIKia (1-3 eTwv) T600 o€ TTPOCBIa 600 Kal o€
TTAdyIa Oywn KaBwg Kal Ta CWHOTOUETPIKA dedopéva
ammd TN yévvnon MPEXPI TNV nAIKIaQ Twv 2 €TWV
TOUAGXIOTOV.

Ek1ég a1mmd Ta £€1 KAIVIKA XOPOKTNPIOTIKA TTOU
ava@épovtal oTnv KAipaka NH-CSS, utrdpyouv Kai
GAAa KoIva XapaKTnpEIoTIKG oTa dtopa ue SRS 1mou
dev gival Opwg atrokAeloTikG Tou SRS (lMivakag 2,
oeh 3). Ta TepioodTepa ATMO TG XAPAKTNPIOTIKA
aQuTd TrapaTtnpoulvTal o€ TTaidId TTou yevviouvTal
SGA kar dgv €xouv SRS. ETiong ptopei va
TapatnpnBouv kai o€ AAAa ouvdpoua. QaTdoo,
oplopéva atrd autd gu@aviovtal TTOAU TTI0 ouxVva
oe maidId pge SRS amd 61 o madid SGA xwpig
SRS. Ta XapakKTnPIOTIKA QUTA CNUEIWVOVTAlI OTOV
TivaKa 2 ue *.

Mopiak6g ‘EAeyxog

O1 guoTtdoeig yia dIEvEPYEIQ LOPIOKOU EAEYXOU YO
N d1dyvwaon Tou SRS @aivovTal 6To oxnua 1 (oeA.
4). O poplakdg EAeyX0G OUVIOTATAI O A0BeveiG e
BaBuoAoyia TOUAGXICTOV 4/6 OUPQwWva HE TNV
KAipaka NH-CSS. Mopiakag €AeyXog UTTOPEI €TTIONG
va {NTnBei oe oTTAviEG TTEPITITWOEIG PE PaBuoloyia
3/6 €I0IKG o€ BpEéPn Kal/ acBeveic pe Eva «axedOV
BETIKO» KPITAPIO (T.x. OpIOKA OXETIKNA
Makpoke@aAia). [evikOTEpa  yia  0oBegveig  pe
BaBuoAoyia uIKPOTEPN TOUu 3 Oev  ouvioTdTal
MOPIOKOG €AeyXog vyia SRS aAANG  ptTopei  va
dlevepynBei yeveTikOg €AeyX0g yia AAAa oUVOpOuQ.
Eival onuavTtiké va QupopaoTe 61 TO BETIKO yia
SRS poplakd atmotéAeopa emBeaiwvel Thv
KAIVIKR} Sidyvwon, aAAd To apvnTiké Sev TNV
amrokAegigl.  Qotéco, TO  yVWOTO  HoOpIakd
ammoTéAeopa .. yia 11pl5L0OM 13 matUPD7

OUUBGAAEl  OTnV  OWOTH  QVTIMETWTTION  TWV
QVTIOTOIXWV Yyl Tn  Poplaky  aimia  €1I0IKWV
TTPORANUATWY.

210 Tapdév  oTddlo,  poplaKkdSg  €Aeyxog

dlevepyeital yia TIG dUO YVWOTEG aiTieg Tou SRS TTou
QQOPOUV TO XPWHOCWHA 7 Kal TO XpWwHOowWUa 11.
H MNTPIKA OVOYOVEIKN dlowia TOU
XpwuoowuaTtog 7 (matUPD7) agopd Trepitrou TO
10% TWV TTEPITTTWOEWY SRS.

To Xpwuoocwua 11, Kal CUYKEKPIPEVA N TTEPIOXN
pl5 Tou Bpaxéog okéAoug (11p15), euTTAéKETAI O€
TOUAGXIOTOV TTEVTE OIAPOPETIKES aITieg Tou SRS,

TTOU  aPOpPoUV 45-60% TWV
TTEPITITWOEWV:

A) ammwAecia peBUAiwoNG TNG TTEPIOXNG EAEYXOU TOU

TTEPITTOU  OTO

maTpikoU  armotutwpatog 1 (ICR1)  Adyw
OQAAPOTOG aTroTUTTIWONG (40-55% TWV
TTEPITITWOEWV).

B) dimrAaoiaopog Twv ICR1 kal ICR2,

M) éENAelppa i dimmAaciacudg gite Tou ICR1 R gite Tou
ICR2.

A) yetdAAagn Tou yovidiou CDKN1C.

E) petdAAagn tou yovidiou IGF2.

IMivakag 2: Emupoofeta KAviKa XapaKtnplotika

tov SRS
Toxvotnta %
KAwviko yvoplopa (ap1Bpog
acBevav)

Tpryoviko mpoowmIo

94% (164)

KAwodaktoAia 5 daktoAov tov xeplov*®

75% (319)

Evtoneopata opov 66% (61)

Muwpoyvabio* 62% (115)
Mewopévn poikn) pala* 56% (103)
‘Evtovn) epidpwon* 54% (106)

XapnAr) mpoogoon 1) omtodia otpodr

aAvTIOV

49% (266)

[Tpog ta KAT® OTPOPL] TOV YRAVI®V TOD

otopartog* 48% (176)
Yyiooyxvo KAapa 1) TopL(Tr) oV 45% (26)
ITpoéxovoeg @tépveg 44% (61)
Kabvotépnon odykAetong mpoodiag

myrg 43% (47)
Avopalieg yevvITIKOV OpYAVOV OTa

ayopla 40% (85)
Kabvootépnon Aoyoo 40% (189)

Avepalieg 1] COVOOTIOPOG OOVTIOVY

37% (195)

Kwntikr) kaBootépnon

37% (254)

Z0VOAKTOALA OTa KAT® AKPA

30% (264)

YmoyAokapia

22% (103)

ZKOAi®oT Kat/ 1) KbP@OoT)

18% (227)

*Ta XapaktnpIoTIKG autd mmaparnpouvral 1Mo oguxvd oro SRS

a6 o ara SGA mou d¢ev £xouv SRS




O1 popiakég aitieg B kai I gival yvwoTég wg
TTapaldayég Tou aplBuou avtiypdewy (CNVs) kai
ouvnTik& KkAnpovopouvtal. Autd onuaiver 611 av
évag aoBeviic e SRS Ppebei va éxel 11p15 CNV,
uTTdpxel TBavoTnTa Ta adéAQPIa Tou r)/Kal Ta TTaidid
Tou va KAnpovounioouv T10 idlo CNV kai va
ekdnAwoouv SRS 11 ouvdpopo  Beckwith-
Wiedemann. H emidpaon twv CNV egaptatal armod
Tov yovéa ammd Tov OToio kAnpovououvtal. Ol
MeTaAAGEEIC CDKNLC pTropouv va kKAnpovounBouv
a1rd TN UNTéPa evw ol PeTaAAdEeig Tou IGF2 até
Tov Tratépa. Emopévweg Ba Trpétrel va  yiveTal
MOPIOKOG €AEyXOG Kal OTOuG OUO YOVEIG Kal
avaAdywg Ta atroTeAéopaTa va €TTEENYOUVTOI ATTO
€I0IKO KAIVIKO YEVETIOTH.

2e Trepimtwon SRS Ttou TiBeTal pe  KAIVIKN
o1dyvwon (NH-CSS 4 kai dvw) aAAd To YEVETIKO
ammoTéAeopa  civar apvnTikd yia matUPD7 kai
11p15LOM, utropei va yivel €mTTAéOV HOPIAKOG
EAeyxoG vyia GAAa  ouvdpopa (BA. ZxApa 1).
YTTApXOUV OPKETEC XPWHUOCWHIKES AVWHAAIES TTOU
TTAPOUCIAouV KOIVA KAIVIKA XOapaKTNPIOTIKA JE TO
SRS, ouptmepldapBavouévwy  Twv  matUPD16,
matUPD20 kai Tng aAAayrig oTo Xpwpoocwua 14q32
[ouvdpouo Temple]. Mpog 1O TTAPSY dev €gival
OiyoupO av Ol YEVETIKEC QUTEC QVWHOAIES eival
MEpog Tou SRS, aAAd oiyoupa éxouv Trapoduola
BePATTEUTIKA AVTIMETWTTION.

Mepikoi aoBeveig pe PaBuoloyia 4 kai dvw
(kAipaka NH-CSS) E€xouv EMTTPOOBETA
XOPOKTNPIOTIKA TToU eival acuvrBiota yia 1o SRS
OTTwg n ooPapry avamTuéloAoyiky A vonTikA
uoTépnon fN/Kal OXETIKA WIKPOKEPAAIa (TTEPINETPOG
KEQAAAG KaTw amod tnv 3" ekatooTiaia Béon Kai
Katw a1d Tnv ekatooTiaia Béon Tou UWoug Kai/n
TOoU BAPOUG). Z€ AUTEG TIG TTEPITITWOEIG, TTPOTEIVETAI
YEVETIKOG EAEYXOG UE MIKPOOUOTOIXIEG. AV 0 EAEyXOG
autég dei¢el pia CNV  oe Treploxy €KTOG NG
meploxng 11pl5, n TeAK dldyvwon TIPETTEl va
ava@épetal oTn cuykekpipgévn BAGRN CNV kai OxI
o1o SRS, akéua kal av 1o TTaidi TTANPOoI Ta KPITAPIa
yia Tnv kKAivikfy didyvwon tou SRS. H tmpooéyyion
QuT EMTPETTEI TNV TTI0 €I0IKI AVTIMETWTTION TOU
TTaidiou.

TéNoG, TO ZxAua 1 ava@EpeTal aTn «dIAPOPIKH
diayvwaony» - dnAadr dAeg mlavég aitieg SGA. H
QVTIMETWTTION TOUG TTIBaVOV va dIaQopOoTToIEiTal OTTO
TNV avtigeTwtmmon tou SRS. TNa Ttapddelypa o€
KAtroleg n Bepatreia Pe augnTikl opuovn (growth

hormone: GH) avtevdeikvutal. O Bepdtmov yiatpog
Ba TTPETTEl va €EETAOEI LEXWPIOTA TIG TTEPITITWOEIG
QUTEG €1I0IKA AV OUVUTTAPXEI OXETIKI MIKPOKEPOAAIQ,
OQaIpIKy  AvaTITUEIOKN kabuoTépnon n/kai
dlavonTIKr avatrnpia, arroudia copapwy CITIOTIKWY
TPOBANUATWY, Kal  TTapoucsia  €mMTTPOCOETWY
OUYYEVWY aVWHOAIWY A GAAWV  XOpaKTNPEIOTIKWV
aruTtwyv yia 1o SRS. (Avatpécare oToug lMivakeg 3
Kal 4 oto TTAfPEG GpBpo Tng AleBvoug Ouopwviag
yla T0 SRS 410U avo@EépovTal AETTTOUEPWS Ol TTIO
oNMavTIKES KA/ TTIBavEG dIaPOPIKES BIAYVWOEIG).

(Emm)FovoTutrikA - DaIVOTUTTIKA) CUOXETION

O @aIvéTUTTOG avagEPETAl OTO OUVOAO TWV KAIVIKWV
XOPOKTNPIOTIKWY €VOG ATOMOU KOl O YOVOTUTTOG
AVOQEPETAI OTN YEVETIKA Tou auvBeon. Aegdouévou
011 TOo SRS p1TOpEl VO TTPOKANDEI aTTd dIAPOPETIKES
VEVETIKEG auTieg, Oev TTPETTEI va UAG EKTTAROCEI TO
YEYOVOG OTI UTTAPXOUV Kal BIAQOPETIKOI QAIVOTUTTOI
SRS avaAdywg Tou ouyKekpigévou yovoTutrou. Ol
OUOXETIOMOi  auTtoi  ovopdlovtal  "OCUOXETIOMOI
yovoTuTTOU/(paIvoTUTIOU".

Ytrdpyxouv (o]o]le]VEAY/e] yvwaoToi TETOIOI
ouoxeTiopoi. O1 aocBeveic pe 11p15LOM Teivouv va
£XOUV MIKPOTEPO WAKOG Kal BApog yévvnong (TTavw
amd 10 99% vyevviouvtal IUGR/SGA), ocuxvéTtepa
QOUMUETPIO OWHATOG, Kal TTEPICCOTEPEG OUYYEVEIG
avwpaoAieg atré OT o1 aoBeveig ye matUPD7 ) ol
ao0Beveic pe KAIVIKO SRS. Mepikoi aoBeveic e
matUPD7 dev yevviouvtal SGA aAAd TTapouaidlouv
TOAU evwpi¢ MPETA Tn yévvnon, TITWON OTIG
KAPTTUAEG BApoug Kal Uwoug. EtimTAéov, ol aoBeveig
pe matUPD7 €xouv 1O Ouxvd VEUPOYVWOIGKA
TpoBAAuaTa (CUUTTEPIAQUBavOPEéVOU TOU @ACHOTOG
auTiogoU  Kal TG  KaBuoTépnong Adyou) o€
ouykpion ME GAAoug aobBeveic pe SRS. Tia
TEPIOOOTEPEG  AETTTOUEPEIEG TTOU  AQOPOUV  TIG
YOVOTUTTIKEG/(PAIVOTUTTIKEG OUOCXETIOEIG avaTpégaTe
OTOV CUUTTANPWHMOTIKG Trivaka 1 OTO TTPWTOTUTTO
apBpo TG AigBvoug Opogpwviag yia 1o SRS.

2UOoTAOEIG AVTIMETWTTIONG

O1 aoBeveic pe SRS mapouaidlouv TTOIKIAQ 1ATPIKA
TTPOBAAMATA TTOU ATTAITOUV 0PBOF AVTIMETWTTION ATTO
opada edikwy. [Mepirou 60 cuotdoelig yia TNV
KOAUTEPN QVTIMETWTTION TOu SRS, €xouv eyKpIOei
atré ToUG ouyypageic TNG AieBvoug Opogwviag yia
N d1idyvwon kal TRV avrigeTwtmon Tou SRS. O1



CONSENSUS STATEMENT

Does the patient meet the clinical criteria
Yes for diagnosis of SRS (NH-CSS)?
(score >4/6) |

Or 4
No, but continued

clinical suspicion
(score 3/6)*

No
(score <3/6)

Molecular testing for
11p15 and upd(7)mat*

e
( )

Diagnosis not confirmed

Molecular diagnosis Does the patient have
confirmed — the relative microcephaly?
patient has SRS

= I
( )

Diagnosis not confirmed Consider differential
Consider differential diagnosis (Table 4)
diagnosis (Table 3) l

Are the clinical features
consistent with a
differential diagnosis?

R | @
( )

Molecular testing Consider additional

as per differential molecular testing:

diagnosis * CNV and/or 1432 analysis
followed by upd(16)mat,
upd(20)mat or CDKN1C

or IGF2 mutation analysis
e Alternative tissue analysis

|

f )

Alternative molecular What is the NH-CSS
diagnosis® score?

- N
~=d ~a B 3/6]
Does the patient have

relative macrocephaly
and protruding forehead?

Diagnostic questions i

Recommended molecular tests

Diagnosis not confirmed

Diagnosis of SRS confirmed Clinical SRS Diagnosis not confirmed

Figure 1| Flow chart for investigation and diagnosis of SRS. Diagnostic questions are in blue boxes; recommended
molecular tests are in beige boxes. Pink boxes: diagnosis not confirmed; green boxes: diagnosis of SRS confirmed.
*Studies have excluded 11p15 LOM and upd(7)mat in patients with intrauterine growth retardation and postnatal growth
retardation alone; some patients, particularly those with upd(7)mat or children under 2 years, score 3/6 (see text for
details). *Arrange CNV analysis before other investigations if patient has notable unexplained global developmental delay
and/or intellectual disability and/or relative microcephaly. SInsufficient evidence at present to determine relationship to
SRS, with the exception of tissue mosaicism for 11p15 LOM. lUnless evidence of catch-up growth by 2 years. "Previously
known as idiopathic SRS. CNV, copy number variant; LOM, loss of methylation; NH-CSS, Netchine-Harbison clinical
scoring system; SRS, Silver-Russell syndrome.
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OUOTACEIGC  QUTEG ouvowilovial OTo TEAOG TOU
KEIHEVOU. AvaTpELaTe OTO TTPWTOTUTTIO GpPBpo yia
TTEPIOTOTEPEG AETITOPEPEIEG KAl AVAPOPEG.

‘Eykaipnf oiTion Kol SIaTPOQIKK UTTOOTHPISN
Kartd n didpkeia NG eyKupgoouvng, 10 £UPPUO ME
SRS ep@aviCel TTOANU peyaAuTtepn eAGTTWON TOU
puBuoU aufnong Tou HAKoug TTapd Tou Bdpoud.
Emopévwg 10 veoyvd, BpiokeTal o€ XaunAdTepn
ekatooTiaia Béon OTO PAKOG a1 OTI OTO PAPOC.
MeTtd Tn yévvnorn, woTdoo, N KAUTTUAN Tou Bapoug
apyicel va TTapOoUCIAdel TITWON Kal OUVTOPA TTEQTEI
TOUAGXIOTOV pIO ekaTooTidia Béon KATwW aTrd TNV
ekarooTiaia B€on Tou pRkoug. Me Tnv TTAPOdO TOU
XpOvou, KaBwg n KAPTIUAN Tou Bdpoug cuveyilel
TEPETAipW TNV KaBodikry Tng Tmopeia (ouvhbwg
xpnoigotroigitalr o 6pog "oTtaciudéTnTa Bapouc”), n
KAUTTUAN TOUu UWoug TTapouaidadel €1miong KaBodIkn
mopeia kATw amd Tnv 3" ekarooTioia  Bfon.
ZUVETTWG N oTacigétnTa BApoug Adyw aveTTapkoug
TPOCANWNG Beppidwv  emmnpedlel apvnTikd Tnv
augnon Tou TTadIoU Ot PAKOG (OXETIKO EAAEINPa
HAKOUG).

H avemmapkAg TpocAnwn Bepuidwv kal kot
ETTEKTAON N OTACIUOTNTA Bdpoug oTa TTaIdIA JE
SRS, o@egidetal o ouvduaoud  TTOIKIAwV
TTapayovTwy, OupdTTEPIAQUBAVOUEVWV TWv
OITIOTIKWV OUOKOAIWV KAl TWV YAOTPEVTEPIKWV
mpoBAnudaTwy. O1 duokoAieg oTn oiTion ogeilovTal
oTnNV Kok Opegn KAl oTa OTOPATOAICONTNPIAKA
TpoBAAUaTa TToUu duoxepaivouv Tnv opbr xpron
TWV XEINWYV, TNG YAWOOOG KAl TG yvaBou yia Tn
AMyn, pdonon kal Kardmoon TnG Tpoeng. Ta
YOOTPEVTEPIKA TpoBAAuaTa TepIAapBavouv
YyaOTPOOICOPAYIKA TTaAivépounon (ouxva
QOUMTITWHATIKA ~ oTa  TTaidid),  kaBuoTepnuévn
YOOTPIKN €KKEvwon Kal dUOKOIANIGTATA (TTIO CUXVA
META atrd TNV NAIKia Twv 2 €Twv). TOo AvTIOTAMIVIKO
@appako  KutrpoeTTIdivn  (cyproheptidine), TTOU
xpnoigotoigital wg OleyepTIkKO TNG OpeEENs, €XEl
aTrodeIxOei 0TI BEATILOVEI TNV AUENON TOU CWHATIKOU
Bapoug o€ kATTOIEG TTABOAOYIKEG KATAOTACEIG.
Amairouvtal  Opwg  €I0IKEG  UEANETEG TIPOTOU N
Xopriynon Tou emonuoTtroindei oToug aoBeveig pe
SRS.

O1 KUplol BepatreuTikoi aTOXOI OTA PBPEPN HE
SRS 0Ba Tpétrel va uAotroinBouv TIpIV ATmod TNV
évapén Tng Beparreiog pe GH kai mrepiAapBdavouv

TV dIaTPOPIKN UTTOOTAPIEN, TNV TIPOANWN TNg

uttoyAukaipiag  (XapnAd emmimeda  yAukdlng oTo
aipa) kal TNV avaktnon Tou gAAgippatog Bdapoug n
MAKOUG TIOU OQ@eiAeTal OTN PN IKAVOTIOINTIKN
TTPOCANYWN Bepuidwyv. MpooexTikn TTapakoAouBnon
armaiteital  €1I0IKA €av T0 TTAIdi  OITiCETAl  PEOW
yaoTtpooTouiag. Mpémrer TapdAAnAa va onuelwBei
0Tl n paydaia augnon PApoug Katd TN PBPEPIKA
nAikia ota SGA (dnAadn étav n KauTTuAn augnong
Bapoug avePaivel TOAU ypriyopa kai o AMZ
augavetal  aTrOTOMQ), OXETICeTal  PE  AUgnUEVO
Kivouvo METaBOAIKWYV Kai KapdIayyeIaKwy
TTaBNoEWVY OTNV PETETTEITA EVAAIKO CWH.

Ta Tadid pe SRS éxouv TTaBOAOYIKA XaunAn
MUIKA péla kal TUTTIKG €xouv PIKPOTEPO BAPOS yia
TO MAKOG/UWoG Toug. To 1Idaviké Bdpog yia TO
MAKOG/UWOG A o 18avikog AMZ e€apTwvTal amo Tnv
10ia puik pala kar yr autd eivar dUOKoOAo va
TTPoodiopioToUV. MapdAAnAa akoun Kai n eAGXIoTn
utrepoition Twv Tadiwv pe SRS, ptmopei va
augnoel ypAyopa Tn OXETIKA AITwdn pada. Eév
Ouwg 10 BApog kai o AMZ egival TTOAU XauNA4,
UTTAPXEl TO eVOEXOMEVO, EAATTWONG TNG TAXUTNTAG
augnong Tou PRKoug/Uwoug OAAG Kal TNG HNn
IKAVOTTOINTIKAG avTaTTokpiong oTn Bepatreia ye GH.
Etopévwg, cival e¢aipeTikd onpavtikd 10 BApog Kal
o AMZ tou TTaudiou pe SRS va TTapakoAouBouvral
TOAU oTevd. (AvaTpé€ate oTOo TTPWTOTUTTO ApPBpo
ylo TOUG OCUyYKeKpIdévoug oTéxousg Bdpoug yia TO
Oyog). MNevikad oTta pikpd Tadid KATw Twv 4 €TWV
ouothvetal AMZ petagu 12-14 kg/m2 3 Bapog 75-
85% Tou Bdpouc yia Tnv 50" ekatooTiaia Béon TG
KQUTTUANG Bdpog yia pAkog/Uwog. MNa ta Traidid
NAIKiag dvw Twv 4 €TWV, 0 O0TOXOG Yia Tov BEATIOTO
AMZ e€aptatal amd TN Uik pala (o pug Quyidel
TEPIOTOTEPO ATTO TO AITTOG, £TOI «TTEPICTOTEPOIN
MUeG pTTOpEl Vo  onuaivouv peyaAutepo AMZ).
E¢aipéoeig 010 avwTépw ouviIoTWPEVO €Upog AMZ
amoteAoUv ol acBeveic pe 11pl5LOM TToU €x0UV
TTOAU XOuNAn PUTKA JAda Kol GNPAVTIKA AoUPPETpIa
owparTog, OTToU 0 OTOXOG Yyia To AMX utropei va
givar pikpdéTePOg (11-12  kg/m2) kaBwg Kai ol
aoBeveic pe  matUPD7  Tmou  €xouv  oxedov
QUOIOAOYIKN MUIKA pdla 61Tou 0 Aiyo peyaAlTePOG
AMZ (14-15 kg/m2) Bewpeital IKAVOTTOINTIKOG.

MpoéAnyn YiroyAukaiyiag

Ta maidid pe SRS, 1d1aiTepa NAIKIOG KATW TWV TTEVTE
ETWV, €Xouv duoavaloya PeydAo KEQAAI O Oxéon
ME TO CWHA, XauNAN MUIKA pd&la, PIKPOTEPO ATTAP



Kal OUOKOAiE¢ oTn oiTion, TTapdyovTieg Trou
auédvouv Tov KivOUVO yia  UTTOYAUKalgia  pE
eMPBAAPEIC OUVETTEIEG yIa TN VEUPOYVWOIAKA
avamtu¢n  Tou  Taidiou.  H  uttoyAukaiuia
TTAPOUCIAZETAI CUXVOTEPA TIG VUXTEPIVEG WPEG, KATA
TN S1ApPKEIQ TOU UTTVOU, XWPIG EPPAVH CUUTITWHOTA.
21a TTaIdId AUTA AvEUPIOKOVTOl KETOVEG OTA
oupa TIPIV aKOPA TTOPOUCIACTEI UTTOYAUKAIUIa WG
OTTOTEAECUO TTAPATETAMEVNG VNOTEIOG (TTOANEG WPES
Xwpic @ayntd), acBéveiag (TTX o0€ Aoipwgn) A
évrovng OpacTtnpIdTNTAG (TTX 0€ AoKNnon, TTaiXvidl).
Qg €K TOUTOU, 1DICITEPA OTIC AVWTEPW KATACTACEIG,
Ba TpéTel va yivetal TTapakoAoubnon Twv oupwv
ME €10IKEG Talvieg avixveuong keTovwy (Ketostix) yia
TPOANWN TNG UTTOYAUKAIPIag oAAG  Kal  yid
TTPOCBIOPICUS TOU «a0@AAOUG XPOVOU VNOTEIACH.
O «ao@aAng xpodvog vnoTeiag» gival oUGIaoTIKA O
apPIBPOG WPWV TTOU UTTOPET va TTapaueivel éva TTaudi
VNOTIKO XWPIG va TTapoucIdcel KETOVEC OTA OUpPQ.
AuTO gival 181aiTEpa oNUAvTIKG KATd Tn dIAPKEIA TNG
vOXTaG OTToU TO TTaIdi  TTapapével vnoTIKO  yid
TTOAEG wpeg. Edv uttdpxouv KETOVEG OTA ouUpaq,
ouvTopa Ba TpokUWel uttoyAukaldia n oTtroia Ba
TPETTEL VA QVTIMETWTTIOTEN dueca. H  vuxtepivi
UTTOYAUKQIia ptTopei va TpoAn@Bei TTpocBéTovTag
oTo TeAeuTaio yelpa (eCaipeital TO yeuua HECW
YyaoTPOOTOMIaG) TO TTOAUMEPESG YAUKOLNG (Yia Bpéen
NAIKIag KATw Twv 10 pnvwv) f To KAAauTToKdAEUpo
(yio peyaAutepa Bpéen kai Taidid). H ouxvr xprion
ouvBeTwyv udatavBpdkwyv BERaia, uTTOPEi VO
TTPOKAAéDEl ODOVTIKEG KOINOTNTEG (TEPNOSOVA) KOl
ETTOPEVWG TO OUXVO BoupToiopa Twv dovTiwy () TO
EETTAUMA TOU OTOUATOG WE VEPD) gival aTTapaiTnTo.
MNa Tnv mpéAnwn TG cofaprg UTToyAUKaIdiag n
otroic Ba  éxel  APVNTIKEG  OUVETTEIEG  OTN
VEUPOYVWOIOKA avdatTuén Tou Traidiou, Ba TTpéTrel
va yivetal €ilcaywyrn Tou TTaIdloU OTO VOOOKOWMEIO
yia Tnv dueon xopnynon yAukoldng 10% (dextrose
10%)  evOo@AeBiwg.  ZoPapry  uttoyAukaidia
TIPOKUTITEl O€ KATAOTAOEIG OTTOU N AfWn TPOYng
atd 10 oTéua gival aduvaTn 1 PEIWMPEVN OTTWG O€
EMTTUPETA, AOINWEEIG YAOTPEVTEPIKOU Kal TIPIV OTTO
XEIPOUPYIKEG TTEURACEIC 1 €CEIOIKEUPEVES 1O0TPIKEG
e€etdoelg. 2ta TTaidId e SRS KAl yOOTPEVTEPIKA
TTPORBAAMATA, TTOU VOOOUV HUE YAOTPEVTEPITION, N
ETTOVACITION TIPETTEI VA YIVETOI OTABIOKA MEXPIS
OTOU TO EVTEPO ETTAVAAEITOUPYNOEI QUOIOAOYIKA.
MpotoU &00¢i e§ITAPIO, €ival ONUAVTIKO Va
empPefaiwBei O6m 1O TSI pTTOPEI VO

Siaxeipiotei TOUAdXIOTOV 12 WpPEG OiTIONG,
XWpig TNV avdykn yia evdo@AéBia xopRynon
YAUKOING Kal Xwpig TNV TTAPOUCia KETOVWYV OT
oupa.

Otav n uttoyAukaidia uTroTpoTTiddel TTapd T
METPO DIATPOYIKAG QVTIMETWITIONG TNG, TTPETTEI va
oulntnBei n €évapén Bepatreiag pe GH vwpitepa
(TpoTOU  dNAadA emiTeuxBei o OTOYXOG TOU
KatdAAnAou AMZ), n otoia Ba ocuuPdAel oTov
€AEYXO TNG UTTOTPOTTIALOUCOG UTTOYAUKQIUIOG.

Xeipoupyikég Ereppdocig kai Avaiodnoia

O1  xeipoupyikég emeufdoeic Ba  TpETTEl va
OlevepyoUVTal TTPOYPOUMATIOMEVA PETA OTTO €I0IKI)
TTpocToldacia. Mpiv ammd OTToIadATIOTE XEIPOUPYIKA
emEuBacn, YevikOTEPa, oI aocBeveic TpETmEl va
TTOPAMEIVOUV VNOTIKOI, YEYOVOG TTOU QUEAVEl TOV
Kivduvo yia uttoyAukaiyia otoug acBeveic pe SRS
TTOU TTPOKEITAI VA XElpoupynBouv. ATrapaitntn €ival
n mapakoAouBbnon Tou faxAGpou OTO aiua Kal Twv
KETOVWV OTA oUpa Kal EVOEXOUEVWG N eVOOPAERBIa
xopnynon yAukéZng 10% Trpiv, Katd Kal PETE TNV
eméuBacn. O1  pikpdTEPOl  aoBeveic pe SRS
dlaTpéXouv akoun Kivouvo utroBeppiag. ETmimTAéov
Ba TTpéTTel va AngeBei uttown OTI TO TPAUUO PTTOPEI
VO PNV €TTOUAWVETAI ypriyopa e€aitiag Tng KAkAg
Opéyng Twv Tadiwv pe SRS. H diaxeipion Twv
agpaywywyv katd Tnv  avaigbnoia kabBioTtaTal
OUOKOAn Adyw TnG avwpuaAng KatavouAg Twv
OOVTIWY, TNG MIKpoyvabiag KATT yeyovog yia TO
otoio o avaioBnoloAdyog Ba TrpETTeEl va  gival
eviuepog. O1 oikoyéveleg e TNV kabodrynon Tou
Bepdtmoviog yiatpou Ba Tpétel va  {NTioouvV
ouvavtnon ME Toug €10IKOUG yIaTpoug TIpIV aTro
OTTOIadNTIOTE  XEIPOUPYIK  €TTEUPacn  yia  va
e€ao@ahlioouv 011 1600 0 avaiobnoioAdyog 600 Kai
0 XEIPOUPYOG £XOUV  ETTIYVWON TWV  AVWTEPW
KIVOUVWV.

Oepartreia pe AUENTIKA opHOVN

To SRS xapoktnpifetal ommd OnNUAVTIKA XAunAod
TEAIKO avdoTnua- oI PEAETEG ava@EPOUV TTEPITTOU
151-154 cm yia avtpeg Kal 139-147 cm yIa YUVAIKES
TTou B¢ev €xouv AdBel Bepartreia pe GH. Zopgwva pe
Tov Apepikavikd (FDA) kai Tov EupwTtaiké (EMA)
Opyaviopd  @Papupdkwv 100 TaIdId  pe SRS
AauBdvouv BepaTreia pe GH eykekpipéva wg TTaidid
SGA. O1 dokiyaoieg diEyepong €kkpiong GH TTpéTTel



va atmo@geuyovTal oTa TTaidid pe SRS yia 3 Kupiwg
Adyoug: Tov aug¢nuévo Kivouvo UTToyAuKaiuiag KaTd
TN dOKIPaCia, TOo yeyovog Ot - avetrdpkeia GH dev
givar ouxvr) ota TTaidid autd Kal To yeyovog 6T n
avtatmrokpion otn Bepatreia ye GH Ttwv SGA e
QUOIOAOYIKN Kal auTwy Je TTaBoAoyikn ékkpion GH
gival TTapouola.

O1 kKAIVIKEG DOKIPEG TTOU aPOpoUV OTn Bepatreia
ME GH aocBevwv SGA (ouptrepIAauBavouEVWY TwvV
SRS aoBevwv) £deicav BeATiwon TOU
TTPoBAeTTOpEVOU  TEAIKOU aQvaOoTAUATOG KOTd  7-
11cm. ExT16¢ atrd 1o UWog n Bepartreia pe GH Bonba
oTnVv dIEyepon TNG OpegNG, OoTnNV AUgNON TNG MUIKNAG
Malag o€ oxéon ME To AITTOg, Tnv evioxuon Tng
MUIKAG 10X00G, TN BeATiwon NG KIVATIKOTNTAG KAl
TNV deiwon Twv emeicodiwv  uttoyAukaiyiag. Ol
mapevépyeleg TG GH eival omrdvieg, TapodikES
(TTou onuaivel 6T e§agavifovtal PETA TNV OIOKOTINA
NG Bepatreiag), kair Tmapoucidlovral Pe Tnv idia
ouxvotnTta ota SRS kal ota SGA mTaidid TTou dev
£€xouv SRS.

Mpiv atmd TNV €vapén Tng Bepatreiag ye GH, Ta
Taidid pe SRS, €1dikd pe 11p15LOM, £xouv OXETIKA
uwnAa emitreda IGF1 110U UTTOBNAWVOUV KATTOIOU
BaBuou avriotaon oto IGF1. Ta emireda IGF1 oTa
TaidId auTd BpiokovTal OTAa AvWTEPA QUOIOAOYIKA
o6pia. Ta emimeda IGFBP3 Tteivouv emmiong va
Bpiokovtal ota uwnAdTEPO PUOIOAOYIKA Opla. KaTd
N OIdpKEIa TNG BepaTreiog PE TIG TUTTOTTOINMEVEG
00o¢ig GH, ta emiteda IGF1 pmopei va auénbouv
onuavTikd Ka udaAioTa TTavw atmd Ta QUOIOAOYIKG
opia. MNa tnv kaAutepn pubuion g déong Tng GH
avdAoya pe ta  eTmiTeda Twv IGFL ota maudid pe
SRS «kai avriotacn ot1o IGFl, xpeidalovrai
TEPIOTOTEPEG PEAETEG.

Mpoxwpnuévn o00TIKR nAIKia kol g@npeia
H ooTikl nAikia ota maidid pe SRS eival apxikd
KaBuoTepnuévn O€ OXEON PE TN XPOVOAOYIKHA, OTn
OUVEXEID OPWG TIPOXWPA ypryopd, MEXP! TToU
cemrepvd TN XpovoAoyikr. Auth n Tpowdnon Tng
OOTIKNG NAIKIAG €XEl WG OUVETTEIQ «EAAEIUPO» OTO
XPOVO avATITUENG KOl KAT ETTEKTOCN OTO TEAIKO
avAoTnPa TTou KATaAfyel va gival XapnAoTepo atro
TO ApPXIKG TTPORAETOMEVO. ZUVvBWG N TTPowenon
TNG 0O0TIKAG NAIKIag TTapaTtnpeital o€ nAikia 8-9 eTwv
OAANG pTTOpEl va cupBei vwpitepa ota TTaiIdId pe
MeyaAUTepo AMZ. Ta TTaidid pe SRS kai €1dikéTePQ
Me  11pl5LOM, Trapouciafouv GCuxva TTPWIMN

adpevapxn (ooun 18pwWTA, TPIXWON HOCXAAWY Kal
epnpaiou kal auénuéva emitreda DHEA r; DHEA-S)
N oTroia TTPOXWPA YE TaxXUTeEPO PuBPO atrd OTI OoTA
SGA maidid mmou dgv £€xouv SRS. H nAikia €vapéng
NG epnpeiag civar kavovikn (8 éwg 13 eTwv OTA
Kopitola kar 9 £fwg 14 etwv oOTa  ayopia)
ouvnBEéoTepa OUWGS aPopd TIG veapoTEPES NAIKiES. H
epnPeia apxicel he TNV avdaTrTuén Tou Padikou adéva
OTO KOpIiTOIa Kal Tnv augnon Tou ueyéBoug Twv
Opxewv oTa ayépla (av Kal o€ opIoPEVa ayopla JE
SRS n epnBeia ptmopei va apxioel xwpic avénon
TOU PEYEBOUG TWV OPXEWV).

ATIé TNV gutrelpia pag, ol aoBeveic ye SRS kai
Tpwiun  adpevapxn, TTapoucidalouv  epnBeia
vwpITEPA N oTToia e¢eAicoETAl YPNYoPOTEPA ATTO TO
avapevouevo. H vwpitepa ep@aviCopevn epnpeia
ETMTAXUVEI TTEPAITEPW TNV  OCTIKA NAIKIQ  ME
ammoTéAeopa TN UEiwon Tou €UPOUG TOU €£PNPIKOU
GAPOTOG Kal Tou SUVAMIKOU avATITUENG. ZUVETTWG,
TO TEAIKO avdoTnua Ba eival XaunAdTeEPO aTTd TO
apxIka TTpoPAeTTOuEVO. MpéTrel va onuelwBei etTiong
o1, TuxOv Taxeia auf¢non Tou AMZ pmopei va
gEVEPYOTTOINOElI TNV adpevapxry Kal Tnv e@neia
AKOMQA Kal 0€ TTOAU HIKPA& TTaudId.

H mpwiun adpevapxn kai/fp epnpeia mbavév va
MEIWOOUV TO XPOVO aTTOTEAECUATIKNG dpAoNnG TNG
GH. Ta Traidid pye SRS Trapoucialouv e@npeia
OPKETA  VWPEITEPA, HIKPOTEPO €UPOG  €PnRIKOU
AApatog  Kal TTOAU o XaunAo TeAIKG avdaoTnua
OUYKPITIKA HE AANa SGA TTaidId.. APKETEG WEANETEG
avagépovTtal ot XpAon  €IdIKwv  avaAoywv
KaTaoToAAG NG epnpeiog (avaAoya TnG oppovng
atmeAeuBépwong yovadoTtpotivwovy, GnRHa) yia 1n
BeAtiwon Tou TEAIKOU avaoTAUATOG O€ QAOBEVEig
SGA (ocuptreplhapBavouévwy  Kal 0aoBevwiv  JE
SRS). Ta amoTteAéopaTta Twv PEAETWV £D0g1Cav OTI O
ouvduaopog Bepatreiag GH pe GnRHa (to oTtroio
&ekivnoe otnv apxn NG €npeiag Kal ouvexioTnke
ylo TOUAGXIOTOV 2 xpovia), BeATiwvel To TEAIKO
avaoTnua. Xpelagetal QWG TTEPETAIPW £PEUVA O€
MeEyaAUTEPO apIBud aoBevwv yia va  eEaxbouv
TEAIKA CUPTTEPAOUATA.

& 000eveic pe adpevapyn Kal TTPoXwpnuévn
00TIKA NAIKia aAA& xwpig évapén epnPeiag utTopei
va XpnoIuoTroiNBouv  avaoTOAEIG TNG apwPaTACNG
TPITNG YEVIAG (OTTWG N avaoTpolOAn) TTou uTTopEi va
EMTTOBICOUV TNV TTEPAITEPW TTPOWBONON TNG OOTIKAG
nAKkiog. Ta @dapuaka autd €T Tou TTAPOVTOG deV
£Xouv eykpiBei emionua yia aoBeveic pe XapnAd



avaoTnua evw xpeiafovTtal KAIVIKEG OOKINEG OooV
a@opd TNV aCQAAEId KOl TNV ATTOTEAECUATIKOTNTA
TOUG.

Makpomrp60eopeg HETABOAIKEG ETTITTAOKES

Ta d&ropa T1OU  yewvioUvTal ME XapnAd Bapog
yévvnong np SGA, diatpéxouv auénuévo Kivduvo va
avaTITugouv HETABOAIKO oCUVOpOPO OTnV €VAAIKO
(wnR. ZuvioTWoeG Tou HETABOAIKOU Guvdpduou
atroTeAOUV N oTe@avidia vooog, n UTTEPTAON, N
oucAimidaipia (auénuéva etitreda XoAnoTePOANG), n
QvTiOTAON OTNV IVOOUAIV KAl N TTaxuoopkia.
IdiaiTepo Kivduvo yia TNV avdamTuén HPeTaBoAIKoU
ouvdpopou oTnv eviAiko Jwr) diatpéxouv Ta SGA
TTaudid TTOU Trapouciacav evwpic Taxeia R
ducavdAoyn pe TOo UWog auénon ToUu CWHATIKOU
TOUG BApoug.

levikdTepa, N Bepatreia e GH @aiveTal va €xel
BeTIKA PETAPBOAIKA atroTeAéopaTa ota TTaidid TTou
yevviouvtal SGA Kal CUYKEKPIPEVA: OTnV auénon
NG AAITTNG PUIKAG Badag, Tn JEiwoN TNG apTNPIOKNAS
mieong kal TN BeATiwon Tou AIMISAIYIKOU TTPO®IA.
Autd Ta O@QEAN PTTOPEl va dIapKECOUV OKOPO Kal
META TN SlakoTrr) TG GH.

Ta Taidid pe  11p15LOM  @aivetar  va
QvTIHETWTTICOUV UPNASTEPO KivVOUVO Yia PETAPBOAIKES
ETMTTAOKEG OUYKPITIKA e Ta SGA TTaidid Kal Ta
madid pe matUPD7 e€aitiog NG XAPNnAAg TOUG
GAITTNG MUIKAG MACOG Kal  TwV UYWNAOGTEPWY TOUG
emmédwy  IGF1. T TIg  PoakpoTTpdBeoueg
emodpdoelg TG Bepatreiag pe GH oTig peTABOAIKES
TTAPAPETPOUG TwV acBevwv pe SRS xpeialovral
TTEPIOTOTEPEG PEAETEG.

Neupoyvwoiakd poBARUATA

H kaBuoTépnon KivnTIKOTNTAG Kol OWIAiag  €ival
ouxvég ota Taidid pe SRS (Mivakag 2) kai
Xpelagovtal  éykaipn OIAyvwaon KAl BepaTTeUTIKA
mapéupBaon (AoyoBepatreia, @uaioBepatreia). H
kaBuotépnon otnv - KivnTmIkOéTATA  MOavév  va
oQeiAeTal OTNV XOUNAN MUK P&la Kal TO OXETIKA
MEYAAo Ke@AAl. Mepikd mauidid pe SRS, 1diaitepa
autd e matUPD7, Ttopoucidfouv  AEKTIKA
duotrpadia, o@aIpIkr KaBuoTEPNon TNG avATITUENG
N Ameg pabnolakég duokoAlieg. H diatapaxrn Tou
QAOUATOG  QUTIOPOU  €xel  €TTiong  avagepOei
ouxvotepa ota Taldid pge matUPD7 omwg  Kal
MudkAovo-duaTovia.

OpBoTredika TpoBARuaTA

Ta opBotredika TTpoBAAuaTa oTo SRS
mepIAapBdavouv acuupeTpia, okoAiwon, ducTrAacia
IoXiou Kal PIKPEG avwuaAies Xepiwv Kai/fp TTodiwv
(Mivakag 2). EmepBaosig yia mpKuvon Tou KATw
dkpou o€ TTaIdIA YE AOUMPMETPIO TWV KATW AKpWV
€Xouv TTOAU KOA& aTroTeAéopaTa. ZKOAiwon Exel
avapepOei oto 9-36% TWv aocBevwv pe SRS. H
Bepatreia ye GH yevikd €xel amodeixtei o011 dev
ETTNPEACEl TNV €CENIEN TNG OKOAIwONG. Z& aoBeveig
pMe SRS atraitoUvial O OXETIKEG WEAETEG yia va
atrodeixBei 1o idlo.

MN'vaBoTrpooWTTIKEG avWwWHaAieg

21a TTaIdId ye SRS 10 TTPOCWTTO €ival TPIYWVIKO HE
TPOEXOV  METWTTO  Kal  HiIKpoyvaBia (MIkpr  Kal
gloéxouca KAtw yvado). To Tyouvi gival HIKpd Kai
MUTEPO eVW TTaPATNPEITAI UTTEPOUYKAEION YVvABwY
AOyw apyotropnuévng avammTugng Tng Katw yvdabou.
Ta d6vTIa TTAPOoUCIAouV CUVWOTIOUO €18IKA oTnv
Katw yvdbo kai yevikd n odovroguia apxicel
apyotepa ota Taidid pge SRS amé o6m oTta
ouvouRAika Toug. Tl TNV QVTIMETWTTION TWV
oTOMATOYVABIKWY TTPOBANUATWY XPNGCILOTTOIOUVTAI
O1dpopeg OpBOdOVTIKEG TEXVIKEG HE emmiTuyia. Ol
OIOPOWTIKEG AUTEC TEXVIKEG aivovTal €TTioNnNg va
TTPoAauBAvouv ETTITTAOKEG OTTWG O WTITIOEG TTOU
gival ouyvég ota JIKpd TTaidid pe SRS. O1 aoBeveig
ME 11p15LOM TTapouaialouv ouxva
UTTEPWIOPAPUYYIKN  SuCAegiToupyia (Un  €TTAPKNAG
OuVAgIToupyia uTTEPWAG-QApUyYa Katd TNV OMIAia
N TNV KAtdmmoon) HME 1 XWwPig uTTEpwIooXIoTIa Kal
évpivn opiAia. TéAog, TToANoi aoBeveic pe SRS
ava@Epouv poxaAntd kai/fj dlatapaxEg Tou UTTVOU
e uTrepPOAIKA KéTTwON Katd T SIGPKEIX TNG
nuépag. Mia Tpéo@aTn HEAETN  £€0€IEe ATTIO
diarapaxn Tng avarvorg katd Tov Utrvo (SDB) oe
000010 74% Twv acBevwv pe SRS n otoia dev
emodeIvwonke Katd Tn BepaTreia pe GH.

AAAeg ouyyeveig avwpalisg

¢ pepikoug aoBeveic pe SRS éxouv avagepBei
ouyyeveic avwuaAieg, 18laiTepa o€ ekeivoug  peE
11p15LOM (ZuptrAnpwpuatikog [Mivakag 1 Tou
TPWTOTUTTOU APBpOoU). Zuyyeveic avwualieg Twv
YEVVNTIKWV Opydavwy, OTTwG n Kpuwopxia kar o
utTooTTadiaG, €M@AVICOVTal OUXVA Ot APPEVEG ME
SRS aA\G  eup@avifovtal Kal o€ GPPEVEG TTOU
yevwvnonkav SGA xwpig SRS. 'Evag pikpdg apiBuog



OnAewv pe 11p15L0M yevviouvTtal e To oUVOPOUO
Mayer-Rokitansky-Kuster-Hauser, TO oTT0i0
Xapaktneifetar amdé amAacia ) utmoTTAacia Tng
MATPOAG Kal Tou dvw TUAMOTOG TOU  KOATTOU.
AVOTOUIKEG AVWHAAIEG TWV VEQPWYV KAl CUYYEVEIG
kapdlotrdbeleg  €xouv  eTmiong  avaepBei o€
oplopévoug aoBeveic pe SRS.

EviAAikog Jwrn)

MoAU Aiyeg €peuveg €XOUV ONUOCIEUTEI OXETIKA ME
TNV uyeia Twv evnAikwyv ye SRS ol otToiol wg eTTi TO
TTAgioTOV dev TTApaKoAouBouvTal CUCTNUATIKA. TN
BiBAIoypagia ava@EpeTal PIKPOG apIBPOS aoBevov
ME SRS pe eAdyioTa 1atpiké TpofARuarta. QoToco,
gival ooQwg avayvwpiouévo OTI ATOPA PE XAPNAS
Bapocg yévvnaong TTou TTapouciacav ETTITAXUVOUEVN
augnon Bdpoug yia TO PAKOG TTOAU vwpic cav
Tadid, €xouv augnuévo KivOuvo HETABOAIKWV
TPoBANUATWY GTNV evAAiko Cwr).

FeveTiK OUPBOUAEUTIKA

H vyevetikf oupfoulAeuTiky eapTdtal amoé  Tnv
uttokeipevn poplok airia tou SRS. O kivduvog
e@Aviong OelTepou TTaidiou pye SRS (matUPDY7,
11p15LOM n kAiviké SRS) atrd Toug idloug yoveig
Qaivetal va egival TTOAU XaunAog. lMapopoiwg o
Kivduvog €KOOTOG YOVIOG va OTTOKTAOEl OeUTEPO
maidi pge SRS civalr etmiong TOAU XaunAdg. ¢
OTTAvIEG  TTEPITITWOEIG, 1I0iwg o€ 11pl5 CNVs
(driTAacioopog - amdAeiwpn), o Kivduvog
KAnpovounong utmopei va  @Bdoer 10 50%.
Emopévwg, n popiakn €gétaon eivalr amapaitntn
TTPIV a1Td TN CUHMPBOUAEUTIKA yia Tov TTIBavé Kivouvo
KAnpovounong Tou SRS.

ZUNTTEPAC AT

Ta Tmadid pe SRS Kol Ol OIKOYEVEIEG TOUG
QVTIUETWTTICOUV TTPOKANCEIG ATTO TN Yévvnon €wg
v evnAikiwon, ouptreplAauBavopévwy  Tou
XaunAoU Bdpoug yévvnong kal TNG aduvapiog
ETTAVAKTNONG TOU PETA TN YEvvNon, Twv OUOKOAIWV
oTn oimon, NG emMuévoucag UTTOYAUKaIdiag, tng
TPWIYNG adpevapxng, TNG EVWPIC Kal TOXEWG

eceNlooodpevng  eenBeiag, TG avriotTaong oTtnv
IVOOUAIVN, TNG OQOUMPMPETPIOG, Twv 0pBodovTIKWYV
TPOoBANUATWY, TNG dlaTapaxAs oTnV avartrvon KaTd
Tov UTTVO Kal GAAwv cuyyevwyv avwpaAiwy. Ol
ouoTaoeIg dIAyvwong Kal AVTIMETWTTIONG 10XU0UV
yla OAoug Toug aoBeveic pe SRS pe  KAIVIKN
dldyvwon pE N Xwpic poplakn emBeRaiwon.
QoT1600, N yvwon TNG HOPIOKAG aITiohoyiag eivai
XPAOIUN yia TNV SIaxEipion Twy OXETIKWV PE AUTAV
TTPOBANUATWY. H QvTIMETWTIION TOUu OCUVOPOUOU
amraITei  TTOAU-ETTIOTNPOVIKA  TTPOCEyyIon  atmo
€I0IKOUG TToU TIPETTEl va PBpiokovTal  O€ OTEVN
OUVEPYAOia E TOUG YOVEIG KAl TOUG OOBEVEIG.

Akpwvupo Meprypaen

SRS or RSS |20vdpopo Silver-Russell A Russell-Silver

11p15 LOM |ATTwAeIa yeBuAiwong ato xpwuoéowua 11pl5

AMZ AgikTng palag ocwuarog

CNV MOIKIAEG XPWHOOWUIKEG AVTIYPAPES

GER acTpo-oico@ayikh TTAAIVOPOUNCN

GH AugnTik oppodvn

Gl FaoTpo-evTEPIKOG

GnRHa AvaAoyo opuoévng atreAeuBépwang
YOVaOOTPOTTIVWOV

GT KaBeTtrpag yaoTpoaTopiag

ICR Mepioxr eAéyXOu ATTOTUTTWHATOG

IGF1 Insulin-like growth factor 1

IGFBP3 Insulin-like growth factor-binding protein 3

AMKA Alo@opd OTO PAKOG TWV KATW AKPWV

matUPD7 MnTpIKA povoyoveikr diIcwiia 0To XpwHoowua
7

MRKH 2U0vdpouo Mayer-Rokitansky-Kuster-Hauser

N-H CSS KAipaka kAIvikiig BaBuoAdynong Netchine-
Harbison

PCOS 2UvOPONO TTOAUKUGTIKWV WoBnKwv

SDB AloTapayr avatvong oTov UTvo

SDS 2100epn atréKAIon
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11



2UOTAOEIG AVTIMETWTTIONG TOU ouvdpoduou Silver—Russell:

atré Tn dnpooisuon Tng 1" d1EBvoUg opoPwviag

OPONTIAA KAI ANTIMETQNIZH

4.1 H mapakoAouBnon Twv acBevwyv e SRS mpétTel va yiveral amd oudda €1I0IKWY PE EUTTEIPIa OTO OUVOPOWO,
o€ £EEIBIKEUPEVO 1ATPIKO KEVTPO TO OTTOIO TTPETTEI VO BPIOKETAI O CUVTOVIOUS WE TO TOTTIKO TOUG I0TPIKO KEVTPO.
H 1ToAuBepaTIK) opdGda TTpETTel va atrapTidetal atmd €10IKO TTaId0EVOOKPIVOAOYO (CUVTOVIOTHG TNG opadacg),
TTaIOOYOOTPEVTEPOAOYO, TTAIBOBIATPOPOASYO, KAIVIKO VEVETIOTH], OMAdA KPAVIOTTPOCWTTIKWY  XEIPOUPYWV,
0opBoTTEdIKOG, TTaIdOVEUPOASYO, AOyoBEPATTEUTH Kal TTAIOOYWUXOAOYO.

ErKAIPH ZITIZTIKH KAI AIATPO®IKH YMNOZTHPIZH

5.1 Avo@opIkd pE TOUg dIATPOPIKOUG OTOXOUG OTA TTPWTA XPOVIa CwAG, CUOTAVETAI ETTAPKAG OIATPOPIKA
uUTTOOTAPIEN® WE TNV €TTiyvwaon TTavTote OTI N paydaia avTioTaBuIoTIKA augnon Pdapoug TBavov va odnynaoel
METayEVEOTEPA OTNV AVATITUEN PETABOAIKOU GUVDPAOU.

*Znueiwon: H xaunAn puikn pala, 8€tel ouvnBwg atdxo yia yeyaAuTepo AMZ atmd Tov €MITPETTITO OTOUG a0BevEiG auToUG.
5.2 EAéyETe yia dlaTapaxEG TNV KIvATIKOTNTA TOU EVTEPOU (YAOTPOOICOPAYIKN TTAAIVOPOUNOoN, KaBuoTepnuévn
YOOTPIKN EKKEVWON Kal SUCKOIAIOTNTA) O€ OAa Ta TTaIdIA.

5.3 AlayvwoTe Kal QVTIMETWTTIOTE OTOMATOKIVATIKA Kal/fj aioBntnpiakd tpofARuaTa 1Tou duoxepaivouv Tn
TTPOCANWN TPOPNE ATTO TO OTOUA.

5.4 ATTOKAEIOTE QVATOMIKEG KAl AEITOUPYIKEG AVWHOAIEG TOU YOOTPEVTEPIKOU CUCTAMATOG, OTTWG N avWwuaAn
oTpo®n Kal KaBnAwaon Tou eviépou (malrotation) 181aiTepa o€ acBeveig ye coBapd oITIOTIKA TTPORAAMATA.

5.5 ATTOQUYETE TNV YOOTPOOTOMIO Kol Tn OiTiIon ME PIVOYAOTPIKO KABeThpa oTa Traidid TTou UTToOpouUv va
OITiCoVTal ETTAPKWG ATTO TO OTOMA.

5.6 Z¢ eCQIPETIKEG TTEPITITWOEIS OUOXEPOUG GITIoNG I coBaprig yaoTpooIooPayikAS TTAAIVOPOUNCNG, £CETAOTE TO
eVOEXOUEVO DIEVEPYEIAG YAOTPOOTOMIAG (UE i XWPIGC BOAOTITUXWON OToPdXoU) A dlayaoTpIKAG vNOTIOOOTOMIOG
KAl OiTIon JE KABETAPA yaoTPOoOTOMIOaG | KABETAPA vNOTIOOOTOMIAG XAKNAOU TTPO@IA avTioTolxXa, wg TEAIKA AUon
TTPOG ATTOTPOTIN TNG UTTOYAUKQIUIagG r)/Kal TG uTToBpEWiag.

5.7 Amo@uyete Tnv uTTEPPOAIKA augnon BApoug akOpa Kal OTIG TTEPITITWOEIG EVTEPIKNG OITIoNG (ekouoiag i
oKOUOI0G).

MPOAHWH YMNMOIrAYKAIMIAZ

6.1 H mTapakoAouBnon oTo OTTiTI yIA KETOVEG OTA OUPA gival XPRoIun yia va kabopioTei av 1o TTaidi XpelddeTal
OTTOIAdNTTOTE TTPOANTITIKA EVEPYEIQ YIA TNV QVTIMETWITION ETTIKEINEVNG UTTOYAUKAIMIOG.
[Znueiwon: Ta Tadid pe 10Topikd TMOAVAG UTToyAUuKaIdiag aAAd xwpi¢ KeTdveg oTa oUpa XpeldlovTal €10IKNA
MEAETN vnoTeiag yia didyvwaon TNG uttoyAukaiyiag].
6.2 Avamtufare TAGvo JE TN CUVEPYAOia TOU TIPOCWTTIKOU TraIdIdTpou Tou TraidloU KOl TOU TUAMOTOG
ETTEIYOVTWYV TTEPIOTATIKWYV YIO AUEDN €l0aywyn Kal xoprynon YAUKOZNG 10% evoo@AERiwg yia TNV QvTIMETWITION
mOavAG UTTOYAUKQIUIaG o€ TTEPITITWON aoBEveiag.
6.3 Eioayete 1a Taudid e SRS 010 voookopeio éykaipa katd Tn SIAPKEIQ PIaG aoBEVEIQG TTOU CUVODEUETAI OTTO
KETOVOUPIO A UTTOYAUKAIPia Kal gnv dWoeTe €€ITAPIO PEXPI va 0TaBePOTTOINBOUV TTANPWGS Kal va PTTOPOUV VO
OITIOTOUV ETTOPKWG aTTd TO OTOMQ.
6.4 Mnv xopnyeite €veon yAukayovng (Glucagon injection) yia va d10pOwoeTe TNV UTTOYAUKaIdia AOyw Twv
XOUNAWY atmoBepdTWY YAUKOYOVOU GTO ATTAP KAI TNG TTEPIOPICHEVNG IKAVOTNTAG TOU YIa YAUKOVEOYEVEDN.
6.5 MNpounBelaTe TOug yoveig Pe TTAGVO 0dnyIwV ETTEIYOUCAG AVTIMETWTTIONG OCBEVEIWV.
6.6 AIdAETE TOUG YOVEIC TTWG va avayvwpi(ouv Ta CUPTITWHOTA UTTOYAUKQIUIAG, va PJeTpoUv KETOVEG oTa oupa,
va KaBopioouv Tov «ac@aAf XPOVO vNOTEIAG», va XpNoIPOoTToloUV oUvBeTOoUug udATAVOPAKES TTPOANTITIKA Kal vVa
QTTOPEUYOUV TN VNOTEIA EKTOG EAEYXOUEVOU XWPOU.
6.7 X& oOBAPEG TTEPITITWOEIG UTTOYAUKQIUIAG VNOTEIAG, OTTOU £X0UV OTTOKAEIOTEI AAAEG QITiEG UTTOYAUKAIMIOG Kal
ol 81a@opeg eVOANOKTIKEG AUCEIG €ival avaTTOTEAEOUATIKEG, EEETAOTE TO EVOEXOUEVO YIA:
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* ‘Evapén Bepatreiag pe GH evwpitepa yia Tnv gvioxuon Twv amoBepdTwy YAUKOLNS (alénon TnNG WUIKAG
Madag Kal TG YAUKoveEOoyEvEDNG)
» TotroB£TNON KABETAPA yaoTpooTouiag A KaBeThpa vnoTiIdooToiag.

Xeipoupylkég eTTePAOEIG KAl avalodnoia

7.1 E€eTd0TE €K TWV TTPOTEPWY, Hali Je TOV avaioBnoIoAdyo Kal Tov XEipoupyod, OAa Ta BEuarta TTou apopolv TO
Taidi pe SRS 110U B XEIPOUPYNOEI.

7.2 TlpoypauuaTiote TNV €l0aywWyry OTO VOOOKOWEIO TNV TTPONYOUUEVN TNG XEIPOUPYIKNAG €TTEURAONG YyIO TNV
£ykaipn xoprynon YAUKAOZNG evOO®AERiwG TTPOG aTTOPUYH KETOVOUPIOG KAl UTTOYAUKQIUIOG.

7.3 MNpoypapuatioTe TTPWTO OTN AioTa TOU xelpoupyeiou To TTaidi ue SRS epdoov auTod sival duvaTov.

7.4 TlapakoAouBeite Ta TTiTTeEdA TNG YAUKOZNG OTO aipa Kal XopnynoTte evOOPAERIa YAUKAOLZn (10%) Trpiv, KaTd
KAl JETA TN XEIPOUPYIKN eTTEURAON. Mnv dWOoETE €GITNAPIO £WG OTOU N KETOVOUPIA £5AQAVIOTEI KAl TO TTAIDI PTTOPEI
Va CITIOTEN ETTAPKWG ATTO TO OTOMA 1) SIEVTEPIKA.

7.5 AkoAouBroTe To TTPWTOKOAAO dleyXeIPNTIKNAG pUBUIONG TNG Bepuokpaciag cUPPwva Ye TO HEYEBOG Tou
a0Bevoug Kal OxI CUUPWVA JE TRV NAIKIa Tou.

7.6 AvoBAAeTe ETTIAEKTIKA TTPOYPOUMATIOHEVEG XEIPOUPYIKEC eTTEURAOEIC Ewg OTou TO TTaudi AdPel €Tapkn
o1aTPOoYIKN GTAPIEN.

7.7 Na €xete emmiyvwon Tou uywnAoU KIvOUvou duoxepoUg OiTiIong WETA atrd Tn XEIPOUPYIKN ETTEPRACN KAl va
OKOAOUBEITE TIG KATAAANAEG 0BNYiEG.

OEPATEIA ME AY=ZHTIKH OPMONH

8.1 AvapdAete Tn Beparreia pe GH £wg 6ToU QVTIMETWTTIOTEN TO BEPUIBIKO EAAEIUUA.
8.2 Amo@uyeTe TIG dokipaaieg diEyepong ékkpiong GH.
8.3 O1 o1ox0I TnNG Bepatreiag pe GH eival n BeAtiwon TG cuvBeong Tou cwUATog (EIDIKOTEPA N auénon TG
GAITTNG MUIKAG pAdag), n BeAtiwon TnNG WuxoKivnTIKAG avaTTugng Kal TNG OpeEng, N €AATTWON Tou KIvOUvVou
uTToyAUKaIdiag kai n BeATioTotToinon TG YPAPMIKNAG auénong.
8.4 ApxioTte Tn Bepatreia pe GH 600 10 duvatd vwpeitepa. H nAikia 2-4 eTwv gival n KAaTaAANAGTEPN VIO TAV
TAciown@ia Twv acBevwy. QoTdo0, TTPETTEI VO AngBoUV UTTOWN O EEQIPECEIG TTOU AVAPEPOVTAI TTIO KATW *.
8.5 Apyxiote Tnv GH og &6on 35 pg/kg nuepnoiwg. Xpnoiyotoinote Tn xaunAdétepn duvatr) d6on yia Tnv
OTTOTEAEOPATIKOTEPN KAAUWN TOU EAAEINPATOG QVATITUENG.
8.6 TepuarioTte Tn Bepatreia dtav n TaxuTNTA AUENONG TOU UWOUG gival <2cm avd £T0G yIa TTEPIOBO 6 PNVWV Kal
n ooTIKA NAIKia gival TTAvw atrd 14 €T yia T KOPITOIA Kal TTAvw aTTd 17 £€Tn yia Ta ayopia.
8.7 Ze TTEPITITWON PN IKAVOTIOINTIKAG avtatrokpiong otn Bepatreia ye GH, emravagloAoyrioTte TNV UTTOKEIPEVN
o1dyvwon, 1n docohoyia Tng GH, Tnv avramokpion Twv emTTEdwV Tou IGF1, TN cupudpewaon Tou acBevoug
oTn Bepartreia KABWG Kal GAAA CUVUTTAPXOVTA CUOTNUATIKA TTPORARuaTA.
8.8 MapakoAoubnroTe Ta emimeda Twv IGF1 kai IGFBP3 TouAdxioTov pia @opd 10 XpOvo Katé tn SIGpKEIa TNG
Beparreiog pe GH.
*2nueiwon: H Bepatreia ye GH dev €xel emionun évdeign aAlAd ouvrayoypageital oto SRS utd v
kKatnyopia Twv SGA Traidiwv (Uyog -2.5 SDS, nAikia> 2-4 etwv, 66on 35-70 pg/kg nuepnoiwg).
E€aipéocig 61mou n évapén tng Bepatreiag pe GH yiveral vwpitepa atrd Tnv nAIKia Twv 2 TWV ATTOTEAOUV:
n ooPaprfy utmtoyAukaiyia vnoTteiag, n ocofapry uttoBpewia TTou XPEIAETAl VO  QVTIMETWTTIOTEl WE
yaoTpooTouia, Kal n gofapou Babuou puikh uttroTovia.

MPOXQPHMENH OZTIKH HAIKIA ka1 EOHBEIA

9.1 EAéyETe yia onpueia Tpwipng adpevapxng, evwpig epeavifopevng kail paydaia eEeAlcooueVNS e@npeiag Kai
avTioTaong oTnVv IVOOUAivn.

9.2 AvapéveTe Kal TTOPOKOAOUBNOTE TNV ETTITAXUVON TNG 0OTIKAG NAIKIAG KUpiwg KaTd TN yéon TTaIdIKA nAIKia.
9.3 E&etdioTe TO evdEXOUEVO YIa eCaTopikeupévn Bepatreia pe GNRHa yia Xpovikd S1GoTnPa TOUAGXIOTOV 2 ETWV,
o€ TaIdId pe amodedelyuEvn KEVTPIKOU TUTTOU £@nBeia (apyifovtag OxiI apyotepa atmod Tnv nAIKia Twv 12 eTwv
OTO KOPITOla KAl Twv 13 €TWv oTa ayoépia), e okotrd Thv diatrpnon Tou SUVauIKOU Tou TEAIKOU avaoTANATOG.
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MAKPOMNPOGEZMEZ METABOAIKEZ EMINAOKEZ

10.1 AtTo@uyeTte TNV UTTEPPOAIKA 1) Taxeia avénon Tou cwiaTikoUu BApoug n oTroia Ba €xel wg GUVETTEIA TNV
augnuévn avTioTaon oTnV IVOOUAIVN, TTOU OXETICETAI JE TNV TTPWIPN KAl TaxEia egeAlooduevn adpevapxr Kal/f,
epnPeia kal Tov augnuévo Kivouvo avaTtugng ocuvOpduou TTOAUKUGOTIKWY WOBNKWY OTA KOPITOIA OTO PMEAAOV.
10.2 EvaiocBnroTrolcioTe TOUG yaoTPEVTEPOAOYOUG, BIATPOPOAOYOUG, VEOYVOAOYOUGS, TTaIBiaTPOUG Kal YEVIKOUG
yIaTPOUG yia TN ONPAvTIKOTNTA TNG KN UTTEPROAIKNAG GITIONG TwV TTAISILY QUTWV.

10.3 EvNUEPWOTE TOUG YOVEIG, TOUG TTATTTTOUDEG KAl YEVIKA OCOUG QPOVTICoUV Ta TTaIBIA AUTA yIa TN CUCXETION
eVOOUATPIOG  KOBUOoTEPNONG TNG QVATITUENG PE TOV KiVOUVO avTioTaong oTnv IVOOUAivh Adyw uTtrepBOAIKAG
oiTiong.

10.4 EAéyETe yia KAIVIKOUG Kal BIoXnuIKoUg deikTeG avTioTaong oTnv IVOOUAivn Katd Tn dIdpKela TnG Bepartreiag
pe GH, €10IkK& o€ TTaIdIA PE PEIWPEVN MUIKA NACa Kal wnAd Baoikd etTiTreda IGF1.

10.5 MNa v opBn agloAdéynon Tng euaiocbnoiag oTnv IvOouAivn o€ aaBeveic TTou TTapoudidlouv KAIVIKG onueia
avTioTaong otnv IvoouAivn, dievepyeioTte diwpn dokipaoia avoxng otn YAUKOZN JeE KATAPETPNON TWV ETITTESWV
IVOOUAIVNG Kal C-TTETTTIdIOU.

10.6 ZuoTAoaTte ocwaoTh dIAaTPOPr Kal UYIEIVO TPOTTO WG oTa PeYaAUTEPA TTAIBIA KAl OTOUG VEAPOUG EVAAIKEG
divovTag 101aitepn €u@Qacn OTnV 100pPOTTia HPETAEU Bepuidwv-TTpwTEivNG Kal oTnv ouxvrl AGoKnaon yia va
atmoeuxBei n ducavaioyn augnon Bapoug, Kupiwg PeTd Tn dIakoTTA TNG BepaTreiag pe GH.

NEYPOINQZIAKA NMPOBAHMATA

11.1 Napatrépyare 1a Bpéen kal Ta TTadIA ge SRS yia avatrTugloAoyikr agloAdynon o6tav uttdpyel EvOeign €101
woTe va eEac@alioTei n 6o To duvaTdv TTIo £yKaipn Kal KAataAANAn TTapéuBaocn.

11.2 EAéyETe 0€ KABE KAIVIKN) ETTIOKEWN, VIO CUMTITWMATA PJUOKAOVOU-OuoTOviag oToug aoBeveic pe matuUPD7
Kal avaAoya TTapaTTEJYPaTe EyKalpa o€ TTaIdoVEUPOAGYO.

11.3 EAéyETe yia onueia AekTIKAG A KIVNTIKAG duoTTpaciag ri/kal onueia diatapaxns Tou ¢AouaTog auTiopou oTa
Taudid pe matUPD7.

11.4 EvnuepwOTE TOUG YOVEIC yia TOV augnuUEVO KivOuvo dIaTapayxwy Tou AOGYyou, OTOUATOKIVATIKWY
OUOAEITOUPYIWV Kal HaBnolakwy duoKoAlwy (€10IKA oToug aoBeveic ue matUPD7).

11.5 MapakoAouBeiote Ta TTaIdIA KATA Tn OXOAIKI NAIKIa yio TuXOV PoBNOIoKEG BUOKOAIEG, WUXOKOIVWVIKEG
TTPOKANCEIS /KAl yVWOIOKK KABUOTEPNON, WOTE VA YiVEl EyKAipwg N KAatdAANAn TTapéuBaocn.

OPOOINEAIKA NMPOBAHMATA

12.1 Mapatréuyare Ta TaIBIG ge SRS ot opBotTedIkd Xelpoupyd OTaV XPEIAZETAI VI QVTIMETWTTION TNG
QOUUHETPIOG OWMOTOG, TNG ATTOKAIONG MAKOUG TWV KATW AKPWYV Kal TNG OKOAIWONG.

12.2 E&etadlete ouoTnUATIKA yia OKOAiwon 6Aoug Toug acBeveig pe SRS.

12.3 TMopaméuyare Toug aoBeveic pe okoAiwon yia opBoTTedIKr eKTiUNoNn TIPIV Kol KaTd Tn didpkeia g
Beparreiog pe GH.

12.4 AZioloyeitTe ouxva TNV QACUMMETPIO Twy KATW GKPWV Kal TTapaTréuyare availoya yia opBoTtredikn)
QVTIMETWTTION.

FNAOGOMPOZQMIKEZ ANQMAAIEZ

13.1 EmKoIVWVAOTE e oudda yvabBoTTPOCWTTIKWY XEIPOUPYWY Kal OpBOSOVTIKWY HE EUTTEIPIO OTOUG aoBeveig
pe SRS.

13.2 Mapaméuyarte Toug aoBeveic aTnv ouada yvaboTTpOCWTTIKWYVY XEIPOUPYWYV YIa EKTIMNON KAtd TNV évapén
NG 0dOVTOPUIaG av XPEIOOTEI.

13.3 EvBappUvate TIG OIKOYEVEIEG YIa TNV £ykaipn opBodovTikh TTapéufaon Kal T CUPPOPPWOon Toug yid
TAKTIKA TTapakoAouBnan.
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13.4 EAéyETe yia oupTiTwpaTta dlaTapaxhg TNG avatrvong Katd Tov UTTvo (OTTwg poxaAnTo, dtvola, uttepBOAIKN
KOTTWwOon Katd T SIGPKEIQ TNG NUEPAG, AVACUXO UTTVO Kal EUEPEBIOTOTNTA).

13.5 Mapaméuyware Toug acBeveig e uttowia diaTapaxng TNG avaTtvong KAatd Tov UTTVO aTov KATAAANAO €101KO
TTPOG agIoAOYNON YIa TTIBavVA ATTOQPEAKTIKI UTTVIKA AtTvola.

AAAEZ ZYTTENEIZ ANQMAAIEZ

14.1 AigpeuveioTe yia avwHaAieg YEVVNTIKWYVY 0pyAavwy OTa ayopia.
14.2 AigpeuveioTe yia 1o ouvdpouo Mayer-Rokitansky-Kuster-Hauser (MRKH) oTta kopitoia pe TpwTtoTTann
aunvoéppola.

ENHAIKOZ ZQH

15.1 E€etdoTe TO evdeEXOUEVO TTOPAKOAOUONONG Twv £PNPwY Kal veapwyv evnAikwv pe SRS mTpoowikd ] o€
ouvepyaoia e opada YEVIKWY YIATPWY Kal TTaBOAGYwWV.

15.2 Mnv xdoete ema@f Pe Toug €VAAIKEG aoBeveig, ue OKOTTO Tn SIEUKOAUVON TUXOV OUMMETOXNAG TOUG OTO
KAIVIKO Kal EpEUVNTIKO €pY0 OTO PMEAAOV TTPOG YEVIKO OPENOG.

FENETIKH ZYMBOYAEYTIKH

16.1 H yeveTikii GUPPBOUAEUTIKN Ba TTPETTEI va TTAPEXETAI ATTO EI0IKO YEVETIOTH ME EUTTEIPIA OTIC TTABNCEIC TTOU
oxetiCovtal pe dlatapaxég yovidlakAg atroTUTTwong. Katd Tnv oUPBOUAEUTIKA TTPETTEI va AauBdaveTal uttdyn OTI
0 Kivduvog etravep@aviong Trou oxeTiCetal pe CNVs eCaptdral ammd 10 péyeBog, TN B€0n Kal TN YOVIKA
TTPOEAEUCTH TOUG.
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