NO2O2 PAGET- ATEAHZ O2TEOIENE2H

KQON/NOZ AION. 2TAGOINOYAO2 M.D., Ph.D
OPOOIAIAIKOZ XEIPOYPIO2
EMZT. 2YNEPTATHZ IATPIKHZ 2XOAHZ EKI1A
[MMZ "METABOAIKA NO2HMATA O2TQN”



NO2O2 PAGET

- MAPAMOP®QTIKH OZTEITIAA

- EMIAHMIOAOTIA
.+ IYXNOTEPH ZE HAIKIQMENOYZE, ANAPES>'YNAIKES
. EMNINTQZH NOIKIAAEI TEQIPA®IKA AMO 0,1% (latrwvia)- 1% (AUTIKEC XDPEC)
- AITIONAGOIENEIA
. ATNQSTH

* MIOGANON NENETIKAAITIA (OIKOI'ENHX EMNINTQ2H 1/3 AZOENQN, METAANNA=ZEIZ
FONIAIOY SQSTM1 25-50% AXOENQN AYTOZQMATIKO ETMNIKPATOYNTA)

« AAAEZ METAAANAZ=EIX 2E NEANIKEZ MOP®EX NOZQOY (RANK-NF-kB)

* MANAIOTEPEZ ATTIOWEIZ INA IOM'ENH NMPOEAEYZH AEN EXOYN EIIBEBAIQOEI

Ralston SH (2013) Paget’s Disease of Bone. New Engl J Med 368: 644-650



NO2O2 PAGET

- KAINIKEZ MOPO®EZX
« MONO-OZTIKH (10-20%)
* NMOAYOZXTIKH

- ENTOMNIZH
* AATONIO
« KPANIO
 MAKPA OXTA (Bpaxiévio, Mnpiaio, KvAun)

« 2[TONAYAOI
- KAINIKH EIKONA

* 2YXNAAZYMITQMATIKH

* OXTIKAAATH

* MTAPAMOP®QZEI> OXTQON

Ralston SH (2013) Paget’s Disease of Bone. New Engl J Med 368: 644-650



NO2O2 PAGET
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@Y2IKH IZTOPIA: 3 PAZEIX

1) OZTEOAYTIKH ®A>XH — ENTONH OZTEOKAAZTIKH
APAZTHPIOTHTA

2) MEIKTH ®PAZH — + OXTIKH TAPAIQI'H NEOY AAAA
ANAPXH2 KATAZKEYHXZ KAI XAMHAOTEPHZ2
EIOIO)THTAZ O2TOY 2Tl AYTIKEZ TIEPIOXEZ (woven

one

3) ZKAHPYNTIKH PA2H— 2KAHPYNTIKH AMNEIKONIZH -
ANENEPI Oz ®AZH

2YNHOQZ 2YNYTIAPXOYN Ol 3 PAZEIZ 2E AIAOGOPETIKA
2HMEIA TOY 2KEAETOY

Ralston SH (2013) Paget’s Disease of Bone. New Engl J Med 368: 644-650



NO2O2 PAGET

AIAMNQ2ZTIKOZ EAETNXOX

* AKTINOI'PA®DIEX

« AY=HZH AAKAAIKHE QT GATATHS STO AIMA
(ENEPFOTHTA NOZOY)

* [MOANH AY=H2H A2BE2TIOY OPQY 3

* 2[MINOHPOI PAOHMA OXTQON \ W 4  r

Ralston SH (2013) Paget’s Disease of Bone. New Engl J Med 368: 644-650



NO2O2 PAGET

-OEPAIMEIA

AIPQ>PONIKA PAPMAKA (MAAAIOTEPA PIZENAPONATH, ZHMEPA TO
ZOANENAPONIKO O=Y E® ATIOTEAEI OEPANEIA EKAOIHX ME YOEXH
ENEPIOTHTAZ NOzOY Q2 5 ETH) - XEIPOYPI'IKH ©EPATIEIA ETlI EMTAOKQN

——

-EMINAOKEZ
« OZTEOAPOPITIAA
« KATAI MATA XAMHAHZ ENEPIEIAZ
* OZTIKEZ NMAPAMOP®QXEIZ-MNAINAEYZH NEYPQN

. OSTEOIAPKQMA ( < 1%)

Ralston SH (2013) Paget’s Disease of Bone. New Engl J Med 368: 644-650



ATEAHZ O2TEOIENE2H

- TENETIKO NOZHMA-

ATATAPAXH 2TH
2YNOE2ZH TOY
KOAAI'ONQY

- KATATMATA -

E-Q2KEAETIKEX2
EKAHAQ2EIX

- EKAHAQNETA

2YNHOQ2 X2TH
BPE®IKH-TTAIAIKH
HAIKIA

ity in ogenesis imperfecta. J Med Genet 16:101-116 (1979)



ATEAHZ O2TEOIENE2H

+ AO: NMMOAAATAOI TONOTYTIOI-GAINOTYTIOI
- AIATAPAXEXZ TTOZOTHTAZ/TIOIOTHTAZ KOAAATONOY ANAAOTIA ME TON

TYTIO

- MOP®EX KAHPONOMOYMENEZ ME AYTOZQMATIKO ENIKPATOYNTA

'I(;EFIO Z?NH@QZ AlNO NPO2BEBAHMENO 'ONEA (METAANA=EIZ COL1A1,
L1A2

- NEEZ METAAANAZEIZ (ZMOPAAIKEZ-TYXAIEZ)= TENNHZH TAIAIOY ME OA
AlNO MH NMAZXONTATONEA

- AYTOZOMATIKOZ YTIOAEITTIOMENOZ XAPAKTHPAZ=ENNHZH T1AIAIOY

ME OA AIO MH MNMAZXONTA TONEA (METAAAAZ=EIZ LEPRE1,CRTAP++++
+)



TAZINOMHZH AO SILENCE (1979)

TYMNOZ

KAHPONOMIKOTHTA

AD (COL1A1 or

AD (IIA-CO1A1 or COL1A2)

AD; (COL1A1 or COL1A2)

AD (COL1A1 or COL1A2)

COL1A2) AR (IIB - CRTAP)
BAPYTHTA HIIA OANATH®OPA SOBAPH HIIA TPOX METPIA
(KYANOI SKAHPOI, | (ENAOMHTPIA #, SOBAPES | (AEYKOI SKAHPOI, (XAMHAO ANASTHMA,
XAMHAO YYO3) MAPAMOP®QZEIS) AIATAPAXEZ OAONTQN) AEYKOI SKAHPOI)




2YMIMAHPQMATIKH TAZINOMH2H (GLORIEUX)

TYMNOZ

\'

Vi

Vii

Vil

IX

KAHPONOMIKOTHTA

AD (COL1A1 or

AD (IIA-CO1A1 or

AD; (COL1A1 or COL1A2)

AD (COL1A1 or COL1A2)

COL1A2) COL1A2)
BAPYTHTA HIIIA OANATH®OPA 20OBAPH HITIA INTPOX METPIA
KATAIMATA AITA-100 MOAAA NMOANA MOAAA
OZTIKEZ MAPAMOPO®QZEIZ AZYNHOHX 2OBAPH METPIATIPOZ XOBAPH |HIMIATIPOZ METPIA
ZKAHPOI MIMAE [IA BAGY MIAE MMAE £TH FTENNHZH/ K® EQZ ITKPI

[IB ANOIXTO MIMAE 2TAAIAKH BEATIQZH

AIATAPAXH AKOHZ 50% OXI 2YXNA KAMMOIOI
AIATAPAXEZ OAONTOO®YIAZ 21ANIA + + +/-
YWOz K® MAPATIOAY KONTO MOAY KONTO KONTO (MOIKIAAELI)




OEPAIEIAAO

- MMOAYENINEAH- EZAPTATAI AINO TYTIO, HAIKIA, BAPYTHTA

+ 2YNTHPHTIKH 'H NMPO®YAAKTIKH XEIPOYPTIKH ©EPATIEIA (HAQZEIZ)
- XEIPOYPI'IKH ANTIMETQIMIZH KATAIMATQON (HAQZEIZ)

- OYZIOOEPATIEIA-TTIPOAHWH NMAPAMOP®QOQZEQN

- 2TOMATIKH YTIEINH, AKOH




OAPMAKEYTIKH ©OEPAIEIA ME
AlIPQ2PONIKA IV, PER OS

Dosange Fraguency
Age (years)
20 05 e/ Wg per Cay for 3 s Every 2 momhs
2:0-3-0 7S mleg per chay for 3 dwys Evary 3 momhs
230 L0 g/ Wg per Cay for 3 days, Every 4 momhs

macmum dose 60 mg/cduy

A0 poutephase reacton reguatly appens after Arst eaposute 1o pamidronate
N o0 ETemet 10 fed Ot THES eRCT0n, only half the ndcaned ose is
paministored on the first day of the very fiest OyTle of Ssestment. The maxi—um

LONCOAUNALICN Of DA MSronate in Ne infusion soltion iSO 1 mg/ml The

Nfuson 57040 be gven over 3-4 »

Tabe 4: Pamidronate treatment schadule as used In the

Shriners Hospital for Children, Montreal

N Age »t start (yoars) Follow-up | ynars) Duata proviced Bisprosphonate used
Reference
Brumsan ot al™ 4 12-17 51-81 Cinicsl sumeary Olpscrongte orgl, pamicrorals orsl
Clorieun et 2f° 30 3-16 13590 Cinical summary Pamidronate iy
Plothn et al” a 0-2-1'8B 10 Cinical summary Pamidronate v
Lo & o™ 6 4-13 140-14 Cinicsl symerary Pamirorate v
Astrom and Sodernaill 28 0-6-18 25 Cinical summary Pamidronate iy
Jackann vl g™ 14 1-14 18-24 Cinicasl sumerary Pamidrorate v
Sanerjce &t o™ 10 1.12 09.30 Cinical summary Pamidronate s
Gimud et o™ T 1-15 17 Cinical summary Pamidronate iy
Reuch &1 g™ 45 1-17 10-44 Histormorphorelry Pamikrorate v
Shagiro et ali™ 5 3463 1825 Cinical summary Pamidronate v
Acami et o” ~4 2248 140-24 Cinicsl sumerary Nardeonate v
Sauch et ar 165 O-0L.17 0349 Bochemistry Pamidronate iy
Sauchet o™ 50 0-2-15 4490 oensitomesry Pamidronate s
Znithe ot 31" 116 0-04-15 1044 Anthropammtry Pamidrorate i
Nontpeli et alf a2 7-15 29 Grip force Pamidronate v
Grissom and Harcks' 19 1-17 NA Raci ograptry Pamikorale v
Fak et al™ Lo 1-14 23-33 Cinical summary Pamidronate iy
Vaassiu ¢t g™ 15 0-8-13 1.5 Cinical summary Nendronate oral
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