CR19. ENITYXHZ ANTIMETQIMIZH YIIOPQIPOPAIMIAZ ZE ZYNAPOMO McCune Albright ME MITOYPOXZOYMAMIH-MNEPIFPA®H MNEPIZTATIKOY
2.2akkal, A.l'ewpyakotrouAoul, A.AouAyepdkn2, X.Kavakda-Gantenbeinl
1Movada EvdokpivoAoyiag, MetaoAiopoU kai AlaBATn, Kévrpo Eptreipoyvwpoouvng Zmraviwv EvookpivoAoyikwv Noonpdatwy Maidwv-

, X , - ’ \ , , , Endo-ERN
MéAog Endo- ERN A' Maidiatpiki KAvikn latpikig ZxoAng EKIA, Noookopeio MNMaidwv «H Ayia Zo@ia» @b ol
2Topéag MetaBoAikwyv Noonudatwy Twv Ootwyv Kal MetaBoAiopou MeTtdAAwyv oTo IvoTtiTouTo Yyeiag Maidiou |
Mivakac 1
E | O— a w 4 Week 0 Week 2 Week 4 Week 7 Week 10 Week 16 Week 20 Week 24
V V n 1n éveon 2" éveon 3" éveon 4N éveon 51 éveon 8" éveon 101 éveon 12" éveon
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)
To ouvdpopo McCune Albright TrpokaAcgital atrd peTGAAaEN TOU 48 & Moiss
yovidiou GNAS kail TTpoKaAei uttepAgiToupyia dIdpopwv ActivaioNg e ALRIOD) 750 ol 287 29 2z 225 20 SES
£VOOKPIVIWV adéVWV Kal TIOAUOGTIKA IVWdN SuaTrAaacia.Opiguévol = oo (o — — - i - — —
p! ; TIKN n elipllo) el P (mg/d)) 24 52 52 4.7 36 4.8 4.7 4.6
aoBeveic ue 10 ouvdpouo gpavifouv utreptrapaywyn FGF23 atrd )%& Cr (mg/dl) 0.37 0.31 0.27 0.31 0.33 0.3 0.32 0.36
. A f 2 A . 00 o) AOi Alb (g/dl) 4.9 4.6 4.5 4.6 4.4 4.5
TOV QVWMAAO OOTITN 1I0TO TwV BAABWYV TNG IVWdOUG dUCTTAACIOG
5 7 P IA , , NUCLEUS Na (mmol/l) 138 139 140 140 140 139
TTOU O ’r]vsl (of SKGEOT]}JGC’IUSVF] cmu’) £l pLWaPOoPOoU G"ITO TOUG K (mmol) 76 17 78 76 78 70
VEQPOUG Kal dUOAEeIToupyia Tou evqiuou 1-a udpoguAacn e o PTH (pg/ml) 635 99.3 78.2 97.6 21 75.8 66.6 64.1
ATTOTEAEOPA UTTOPWO@OopaIlia TTou gival 1IdiaiTepa eTIBAABNC yia (@1 2-30)
, H PLoPopalH P Sl 25(0OH)D (ng/ml) 25.6 44.2 19 24.4
Ta O0TA. * (edpkeIa>20)
g.(g-?_r51(§)_g%)D (pg/ml) | 27.3 26.2
NaPi-lia 1 @ 1aOHase | Ca/Cr OL'JpwV 0.13 0.1 0.07 0.04 0.11 0.14 0.19
NaPi;ic & r 240H;se 1 ((pT 0,014'0,24)
I_I i i (T(;?Z/cggﬁ o8 2.39 5.2 4.7 4.79 4.7
G DO U O-I GO- n -ITg p I O-TGTI KO U |Se,u,t Pi v | <— [intestinal Pi absorption| | Odnyieg Burosumab avé 2 | Burosumab avd 2 | Burosumab avé 3 ¢Bdouddeg Burosumab avd 3 | Burosumab avd 2 | Burosumab avd 2 Burosumab avd 2 | Burosumab avd 2
' ’ ) - ’ €BOouAdEC €BoouAdEC Earar celiel corbaete BUaeEy eBoouddeg €BoouAdEg eBoouddeg eBoouddeg eBoouddeg
AoBevig 10 eTwv pe guvopouo McCune Albright Trapouoidadel Evapén VitD
> TTOAUOOTIKN IVWSN BuoTTAaoia (AAAOILOEIC 0 OAA TO 00T TOU 1200iu/day
OWMATOG) ME oOPapES TITTAOKEG (TTOAAATTAG KATAYUATA, OKOAiwoN Kal

TTAXUVON UTTEPOYPUOU TOLOU)

AVTIUETWTTION TTEQICTATIKOU-TTOPEIO VOOOU  2UUTTEPACUA

H ptroupocoupuauTtrn €ival Eva JovOKAWVIKO avtiowpa Evavti Tou FGF23
TTOU PTTOPEI va BEATIWWOEI TNV UTTOQWOQOPAIUIa aTTd UTTEPAEITOUPYIO TOU
FGF23 1rou oxetiCetan ye empBapuvon TNG OKEAETIKNAG uyeiag. AgiEaue OTI
N UTTOPOUCOUNANTTN ATTOTEAEI AOQAAN KAl ATTOTEAECUATIKA BepaTtreia yia
TOUG aoBeveic pe ouvdpouo McCune Albright kal uTTOQWO@OPAIiIa TTOU
dev avtattokpivovTal i dev avéxovtal Tn cuupartikn Bepatreia.ETiong n
TToI0TNTa (WG TNG A0BEVOUC BEATILWONKE oNUAVTIKA. AUTh €ival n TETAPTN
TTEPITITWON TTAYKOOHIWG UTTOYWOPOPAINIag oTa TTAQioIa Iviwdoug
duoTrAaciag/ouvdpopou McCune Albright TTou avTIETWTTICETAI ETTITUXWG
ME MTTOUPOCOUUANTTN.

>  Y1epBupeocidiopo utro KapRiualdoAn

> Tepigpepikn Tpwiyn AN (Bepatreia pe avaoTpadoin) Me OKOTTO VO PETPIOACTOUV Ol ETTITITWOEIC TNE TIAPATETANEVNS UTTOPWOPOPAINIag

OTOV QVATITUOOOPEVO OKEAETO TOU TTaIdIOU, ATTOPACioTNKE N Xopryynon off-label
MTTOUpOCOUUAUTING 0€ ddaon 0,66mg/kg KGBe 2 eBOOUAdEC aPOU TTPONYOUUEVWIG
€ixe OIAKOTTEI Y1 TOUAAXIOTOV [ia EBOONAdA N aywyr JE aTTO TOU OTOPATOC
PWOPOPO KAl AAPA-KAATIOOAN.

AT1T6 Tov gpyaoTnplakd €Aeyyo Trapouaiale

» EMUEVOUOEC XOUNAEC OUYKEVTPWOEIC PLOPOPOU
>  UPnAAQ etTitreda aAKaAIKNS puo@aTacng

X/

s H uttopwo@opalpia eTéPeve TTapd TN Awn atmd Tou OTOUATOG
OUNTTANPWHATWY PE PUOPOPO Kal AAPA-KAACIOOAN, Ta otToia dev ATaV
KAAWG aveKTA AOYw TTPOKANONG YOOTPEVTEPIKWY DIATAPAXWYV KAl -
UTTEPACBECTIOUPIAC.

= 117 ¢éveon (week 0) > d&vodog Tou P kal TrTwon NG ALP kai Tng PTH

3n €veon (week 4) > Avodog TOU PUOEPOPOU AiNATOC AVW TWV PUCIOAOYIKWV
opiwv Pe dugnon tng PTH kai @uaoioAoyikd etritreda Bitauivng D, omroTe

X/

** H aobevncg etTiong €ixe uttoPANOEi o€ eI0aywyr EVOOUUENIKWY NAwV
OTOUG PNPOUG Kal 0T OECIA KVrUN Kal €iXe TeBEi e Bepatreia pe
COAeVOPOVIKO OCU YIa gvioXuaon TNG OCTIKNA TTUKVOTNTAG TTPO TOU
XEIpOUpYEiou, N oTToia NTavV XauNnAR.

L)

¢ au¢non Tou HECOBIACTNMATOC TWV Xopnynoewyv ot 3 ELOONAdES

¢’ évapgn aywyng ue aoBEOTIO yia va heiwBouv Ta etTitTreda TG PTH
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= 5n¢gveon (week 10) > aveTrapkng diaTAPNon Twy EMITTEOWY P eviog
(PUCIOAOYIKWYV OPiWV PE TO HECOBIAOTNMA TWV 3 €LOOUAdWY OTTOTE

¢ MEIWON TOU JECOBIACTNUATOS TV XopNYNoEwV O¢€ 2 eBOOUAdEC

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

s Aegv TTapatnpninkav averriOUuNTEG EVEPYEIEC ATTO T XOPHyNon Tou ¢papudaKou.



