Eicaywyn

To ouvdpopo McCune Albright TrpokaAcgital atrd peTGAAAEN TOU
yovidiou GNAS kai TTpokaAei uttepAEITOUpyia diapopwv
EVOOKPIVWV adEVWV Kal TTOAUOOTIKA Ivwdn duoTTAacia.Opiouévol
ao0Beveic ue 10 ouvdpouo gpavifouv utreptrapaywyn FGF23 atd
TOV QVWMAAO OOTITN 1I0TO TwV BAABWYV TNG IVWOOUG dUCTTAACIOG
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CR19. ENMITYXHZ ANTIMETQIMIZH YIIOPQXIPOPAIMIAZ 2E ZYNAPOMO McCune Albright ME MITOYPOXZOYMAMIH-NEPIFPA®H MNMEPIZTATIKOY
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2Topéag MetaBoAikwyv Noonudatwy Twv Ootwyv Kal MetaBoAiopou MetdAAwyv oTo IvoTtiTouTo Yyeiag Maidiou

TTOU 00NYEi O€ EKOEONMATHEVN ATTWAEIQ GO POPOU ATTO TOUG
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VEQPOUG Kal duoAsiToupyia Tou eviUuou 1-a udpofuhaon ue

ATTOTEAEC A UTTOPWOPOPAIMia TTou gival I1ID1aiTepa eTTIPAABNS yia |
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AoBevnric 10 eTwv pe guvopouo McCune Albright Trapouciddel
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TTOAUOOTIKN IVWON ducTTAacia (AAAOIWOEIC 0 OAA TA OOTA TOU
OWMATOG) ME oOPapES TITTAOKEG (TTOAAATTAG KATAYUATA, OKOAiwoN Kal
TTAXUVON UTTEPOYPUOU TOLOU)

Y1epOuUpPeOEIOIONO UTTO KapPBIHadoAn
Mepipepikn TTpwipn ABN (Bepartreia pe avaoTpaloAn)

ATIO TOV £pYaOTNPIOKO EAEYXO TTapouaiale
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EMMEVOUOEC XANNAEC OUYKEVTPWOEIC GLOPOPOU

uWnAa etTitreda aAKaAIKNG @wo@aTdong

H uttopwo@opaipia eTéPeve TTapd TN Awn amd Tou OTOUATOC
OUNTTANPWHATWY PE PUOPOPO Kal AAPA-KaACIOOAN, Ta otToia dev ATaV
KAAWG aveKTA AOYw TTPOKANONG YOOTPEVTEPIKWY DIATAPAXWYV KAl
UTTEPACBECTIOUPIAC.

H aoBevng etTiong €ixe uttoBANOEi o€ elo0aywyr eVOOUUEAIKWY NAwWV
OTOUG PNPOUG Kal oTn OECIA KVrUN Kal €iXe TeBEi o Bepartreia pe
CONeVOPOVIKO OCU YIa evioXuaon TNG OCTIKNA TTUKVOTNTAG TTPO TOU
XEIPOUPYEIOU, N oTToia ATAV XauNnAn.

@b Endo-ERN
Mivakag 1
Week O Week 2 Week 4 Week 7 Week 10 Week 16 Week 20 Week 24
1n éveon 2" éveon 3" éveon 4N éveon 5n éveon 8" éveon 10" éveon 121 ¢veon
Burosumab 20mg | Burosumab 20mg | Burosumab 20mg Burosumab 20mg | Burosumab 20mg | Burosumab 20mg Burosumab20mg | Burosumab 20mg
(0,66mg/kg) (0,66mg/kg) (0,66mg/kg) (0,66mg/kg) (0,66mg/kg) (0,66mg/kg) (0,66mg/kg) (0,66mg/kg)
ALP (U/L) 736 614 487 496 442 425 415 413
Ca (mg/dl) 10.2 10.1 9.9 10.1 9.9 10.2 10.2
P (mg/dl) 2.4 5.2 5.2 4.7 3.6 4.8 4.7 4.6
Cr (mg/dI) 0.37 0.31 0.27 0.31 0.33 0.3 0.32 0.36
Alb (g/dI) 4.9 4.6 4.5 4.6 4.4 4.5
Na (mmol/l) 138 139 140 140 140 139
K (mmol/l) 4.6 4.7 4.8 4.6 4.8 4.9
PTH (pg/ml) 63.5 99.3 78.2 97.6 21 75.8 66.6 64.1
(o1 2-30)
25(0OH)D (ng/ml) 25.6 44.2 19 24.4
(edpkeIa>20)
1,25(0OH)D (pg/ml) | 27.3 26.2
(1 18-65)
Ca/Cr oupwv 0.13 0.1 0.07 0.04 0.11 0.14 0.19
(¢10,014-0,24)
TmP/GFR 2.39 5.2 4.7 4.79 4.7
(o1 3.00 - 5.08)
Odnyieg Burosumab avd 2 | Burosumab ava 2 | Burosumab avd 3 eBdouddeg Burosumab avd 3 | Burosumab avéd 2 | Burosumab avé 2 Burosumab avd 2 | Burosumab avda 2
eBoouddeg €BoouAdEC Earar celiel corbaete BUaeEy eBoOoudGdeg €BOouAdEC eBoouddeg eBoouddeg €BoouAdES
‘Evapén VitD
1200iu/day

AVTIUETWTTION TTEPIOTATIKOU-TTOPEIO VOOOU

Me OKOTTO va JETPIAACTOUV Ol ETTITITWOEIS TNG TTAPATETANEVNG UTTOQUOPOPAIUIag
OTOV QVATITUOOOPEVO OKEAETO TOU TTaIdIOU, ATTOPACioTNKE N Xoprynon off-label
MTTOUpPOCOUUAUTING 0€ 06N 0,66mg/kg KGBe 2 eBOOUAdEC aPOU TTPONYOUUEVWIG
€ixe OIAKOTTEI Y1 TOUAGXIOTOV [ia EBOONAdA N aywyr JE aTTO TOU OTOPATOC
PWOPOPO KAl AAPA-KAATIOOAN.

= 1" ¢veon (week 0) > avodog Tou P kal TrTwon 1ng ALP kai Tng PTH

= 3" ¢éveon (week 4) > AGvodog TOU PWOPOPOU AiATOC AVW TWV YUOIOAOYIKWY
opiwv Pe dugnon tng PTH kai @uaoiohoyikd etritreda Bitauivng D, omtoTe

¢ au¢non Tou HECOBIACTNHATOC TWV Xopnynoewyv oc 3 ELOONAdES
¢’ évapgn aywyng ue aoBEaTIO yia va heiwBouv Ta etTiTreda Tng PTH

= 5n¢gveon (week 10) > aveTrapkng diaTAPNon Twy EMITTEOWY P eviog
(PUCIOAOYIKWYV OPiWV PE TO HECOBIAOTNMA TWV 3 €LOOUAdWY OTTOTE

¢ MEIWON TOU JECOBIACTNUATOS TV XopNYNoEwV 0€ 2 EBOOUAdEC

= 81 éveon (week 16) > Evapén xoAnkaAoipepdAng Adyw trTwong TG 25(0H)D

s Agv TTapatnpninkav averriOuuNTEG EVEPYEIEC ATTO T XOPHyNon Tou ¢papudaKou.

2UUTTEPOOUA

H ptroupocoupauTn €ival Eva JOVOKAWVIKO avTiowpa evavtl Tou FGF23
TTOU PTTOPEI va BEATIWWOEI TNV UTTOQWOQOPAIUIa aTTd UTTEPAEITOUPYIO TOU
FGF23 1rou oxetiCetan pe emPBapuvon TNG OKEAETIKNAG uyeiag. Agigaue OTI
N UTTOPOUCOUNANTTN ATTOTEAEI AOQAAN KAl ATTOTEAECUATIKA BepaTtreia yia
TOUG aoBeveic pe ouvdpouo McCune Albright kal uTTOQWO@OPAIiIa TTOU
dev avratrokpivovTal i dev avéxovTal T cuupartikn Bepartreia.ETiong n
TToI0TNTa (WG TNG A0BEVOUC BEATILONKE ONUAVTIKA. AUTr) €ival N TETAPTN
TTEPITITWON TTAYKOOHIWG UTTOPWOPOPAINIag oTa TTAdioIa Iviwdoug
duoTtrAaciag/ouvdpopou McCune Albright TTou avTIETWTTICETAI ETTITUXWG
ME JTTOUPOCOUUAUTTN.
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