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PE3IOME

bonecmma wna Iletioiem (Oepopmupany ocmeo-
apmpum, osteitis deformans, ocmeoducmpodus) e
XpoHU4HO 0obpokauecmeeHo 3abonsgséaxe. B pesyn-
mam Ha moea HapyuieHue Kocmume crmasam “ynsu-
éu u npudobusam Henpasunta gopma. Haii-uecmo
6usam sacezHamu KoCmume Ha masa, depena, epvo-
HauHus cmenb u kpakama. Knunuunama xapmuna
sapupa om 0e3cCUMNIMOMHO NpomuuaHe 00 MemKU
ckenemuu degpopmavuu. ITo-20nsgmama wacm om na-
yueHmume ca ACUMNMOMHU U 4eCtno 3a007116aHe0
ce OMKPUBA C peHmM2eH0PAPUS UNU KOMNIOMBPHA
momozpapus (CT) na kocmume no opye nosoo. bIT
3acsea no-4ecmo moneme. Ilpu noseuemo navuen-
mu ¢ akmusHa BII unu ¢ puck 3a ppaxmypu ce npe-
nopeuea mepanus ¢ bucpocoramu. Axo Hamame
ONNAKBAHUS 8 HAYATIOMO, MOXe 0a He ce Hyxoaeme
om nevenue. IIpu no-Hanpednanu caywau ce HanA2a
MeOUKAMEHINO3HO JieHeHue.

KniouoBu gymu: decpopmauust Ha ocmeuma, KocmHa

6bonka, emopuueH ocmeoapmpum, kocmua degpopma-
WU, XUNEPBACKYTIAPHOC, HEBPONOZUMHU YCTIOHHEHUS
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ABSTRACT

Paget's disease (deforming osteoarthritis, osteitis
deformans, osteodystrophy) is a chronic benign dis-
ease. As a result of this disorder, bones become brit-
tle and irregular in shape. The bones of the pelvis, the
skull, the spine and the legs are most frequently affect-
ed. The majority of patients are asymptomatic and of-
ten the disease is detected by X-ray or computed to-
mography (CT) of bones on another occasion. Paget's
disease (PD) affects men more often. Bisphosphonate
therapy is recommended in most patients with active
PD or at risk of fracture. If the patient has no com-
plaints at the beginning, he may not need treatment.
More advanced cases require medical treatment.

Keywords: osteitis deformans, bone pain, secondary os-
teoarthritis, bones deformation, hypervascularity, neu-
rological complication



Bukropus Jumutposa, Mapuana Voppanosa

YBOJ

bBonecrra Ha Ieiimker (BII) mnu Taka HapedeHa-
ta Ocrentuc fedpopmanc e pspko 3abornsaBane. bo-
NecTTa e KpbCTeHa Ha ¢bp James Paget. Onncana sa
I'bpBU IIBT IIpe3 1877 ropguHa. Paget ommcpa xpo-
HJYHO Bb3IIaJIeHNe Ha KOCTTA KaTo flepopMariys Ha
ocrenta. ToBa e XpOHMYHO 3a00/IsABaHEe Ha KOCTU-
Te ¥ Ce XapaKTepusypa ¢ HapyllaBaHe Ha HOpMasl-
HU IIpoLec IpK KOCTHOTO peMopenupaxe. ,Hop-
MaTHOTO KOCTHO peMofie/ipaHe 1Ma 6aaHc Ha CU-
NINTE, KOMTO IO IIPUHINII AeJICTBAT,3a [ja OLIPeNeLAT
HOBA KOCTHAa TbKaH. JIMEHHO ToBa peMopenupaHe
OCBIIECTBABA HOPMaJ/IHI HYIBa Ha KaHLU/IIU/I B KOCTH-
te“(4). OT CBOsI CTpaHa KOCTUTE, KOUTO Ca 3acerHa-
TI OT 60/IECTTa, MMAT HAPYILIEHO KOCTHO PeMOJeIN-
paHe 11 KOCTUTe He ca CMHXPOHU3MpaHu. B pesynrar
Ha TOBA KOCTTA, KOATO ce GpopMupa e HEeHOPMalTHO
yB€/IN4Y€HA, HE € HOCTAaTbYIHO IUI'PTHA, KpEXKa € I €
HO-TIOfIAT/IVIBA HA CUYTIBAHE.

MATEPUAJI 1 METOIU

bonecrra na Ileiimxer ce mposasasa ot 1,5 no
8,0 % oT HaceleHMETO B 3aBUCUMOCT OT Bb3pacTTa
U cTpaHaTa Ha nmpe6uBaBaHe. Cpelna ce pALKO Mpu
XOpa Ha Bb3pacT IOJ, 55I. I PA3NpOCTPAHEHNETO 11
Cce yBelM4yaBa ¢ Bb3pacTTa. MbxKeTe I0-4ecTo ca 3a-
cerHaTtu ot bII B cpaBHeHMe ¢ )KeHNTE B CHOTHOILIE-
Hue npubnusutenHo 3:2 (5). Cumnromute Ha 60-
JlecTTa MOTar Aa OpjaT 0O'bpPKaHN C Te3) Ha apTPUT.
[TpubmmaurenHo 70-90% ot xopara ¢ BII ca acumn-
TOMHM (2). BpIIpeky ToBa Masika 4acT OT 3aCerHaTy-
Te NHJVIBUIM IIPOSABABAT Pas/INYHY CUMIITOMI:

o KocrHa 6051Ka (Hail-4ecTo);

o Bropuuen ocreoaptpur (xoraro BII ce nos-
BsIBA OKOJIO CTaBa)

o KocrHa gedpopmanys;

o IIpexkomepHa TOIIMHA
XUIIePBACKY/IAPHOCT);

» Hesponornunu ycnoxxsenns (IpU4MHEHN OT
KOMIIpeCHsITa Ha HepBHA ThKaH) (2).

[TppBara mposiBa Ha 60/1ecTTa OOMKHOBEHO € IO~
BUIIIeHaTa ankaaHa ¢ocdarasa B KpbBTa. Ho Karo
Hajil-4eCT CYMIITOM e 00/IKa B KOCTHTE.

B 3aBMcMMOCT OT TOBa KOS KOCT € 3acerHara,
6O/IECTHUAT TIPOLieC MOXKe Jla IIpefu3BUKBa 00JI-
K/l B KOCTHUTE, YPOIUBOCT, PpaKTypa M apTpuT.
Haii-gecTo ce 3acsAraT KocTuTe Ha rpbOHaKa, benpe-
HaTa KOCT, KOCTUTE Ha Ta3a, Ha Yeperla, K/I04YNIaTa,
KaKTO U paMeHHara KocT (3). 3apaju yroneMmsiBaHe-
TO Ha KOCTHUTE ¥IMa BEPOATHOCT Jja Ce 3aXBaHAT Cb-
Ce[[HJ HepBHM TBKaHM, KOETO CTaBa IPMYIHA 32 13-
TpbIIBaHe. AKO yro/IeMsABaHEeTO € B KO/ITHHATA CTa-
Ba MOXKEe JIa Ce CTUTHE [0 apTPUT M OKYIIsIBaHe, a

(mopapm

CBIIIO TaKa 1 0 OOJIKY U M3BECTHA CKOBAHOCT B Ta3-
obezpeHara v KonsiHHaTa craBa. Korarto ca 3acer-
HaTy KOCTHTE Ha Yepelia ca Bb3MOXKHM I7IaBOOOIe,
3ary6a Ha 3peHe U C/IyX. 3arybara Ha cIyXa B eJHO-
TO VUM B JiBETe YIUM MOXKe [ja HaCTBIN, Korato 6o-
JIeCTTa e 3acerHajIa KOCTITE Ha Yepela ¥ KOCTTa 3a-
o6MKaAlla BBTPEIIHOTO yX0. /leueHneTo Moxe Aa
3abaBu 3arybara Ha C/llyXa WIM Ja IO IIPeJoTBPaTH.
B penxu ciyuay Mo>ke ia ce CTUTHE JI0 IPUTICKaHe
Ha 4yeperla U II0-TOYHO Ha OKOIOOYHNTe HepBH. B Ha-
IIpefiHaJI CTaANii Ha 60/IecTTa MOXe Jja ce CTUTHE JI0
pasBUTMeE Ha 3aCTOMHA ChpeYyHa HEJOCTaTBbYHOCT,
HOpajiy yBeMM4YaBaHe HATOBAPBAHETO HAa CHPIIETO.

PaHHaTa AMarHOCTMKA € MHOTO BaKHa IpU
ToBa 3abonsaBaHe. Jlella Ha pOAMUTENN C Tas3u AMa-
THO3a, TpAOBa [a CM IPaBAT ajKanHO-¢pocgaro-
3eH KPbBEH TEeCT Ha BCeKM 2 Wi 3 ropmHu. AKo
HUBOTO Ha ankajnHata ¢ocdartasa e Hajy HOp-
Mara MOrar fia ce M3BBpUIAT ¥ JPyT¥ TeCTOBe.
Bornecrra Ha [leiimkeT MoXe fla ce AMarHOCTUIIIPA C
eIVIH OT U30POEHNTE TeCTOBE:

¢ PeHTreHoBo n3cnenBaHe;

o IloBuimeno HuBO Ha ankanHa ¢ocdarasza B
KPBBTA B KOMOMHAINS C HOPMATH/ HYBA Ha
Kanuumit, pocdar 1 aMuHOTpaHCPepasa;

o Mapkepn Ha KOCTHUS OOMEeH B ypuHara:
HVIPYUVIHOTVH;

o IloBuuleHy HMBa Ha CEPYMHMSI U yPUHAPHIS
XUAPOKCIINPOTIVH;

« Kommiorspuara romorpadus (KT) e monesna
IIPY OIIpeJie/IsIHE Ha CTEIeHTa ¥ aKTUBHOCTTA
Ha cbcrosiamero. Ako KT npennonara bonect
Ha [lelfJpKeT ce IpaBy peHTI€HOBO M3C/IeIBa-
He 3a IOTBBbPJK/IeHEe Ha JYIarHO3aTa;

» Kocrna cuynaturpadmsa ¢ Tc99m-MDP: cun-
HO 4yBCTBITE/IEH METOf, HO He crierududieH.

I[Tatorenesa Ha 60/mecTTa - €TANN:

¢ (OcTeokmacTMYHa AKTUBHOCT;

o CwMmeceHa OCTEOK/IaCTUYHA-0CTe00/IacTHA
aKTVMBHOCT;

o OcreobnacTHa aKTUBHOCT;

o 3nokauyecTBeHa mereHepanus (1).

ITbpBOHaYa/NHO ce HabIOfjaBa 3HAYUTETHO yBe-
JMYeHa CKOPOCT Ha KOCTHATA pe30pOIys B JIOKaIu-
3MpaHy 30HY, IPUYNHEHN OT TOTIeMI U MHOTOOPOit-
HU ocreoknactu. Ocreonmsara e IIOCTIeBaHAa OT
KOMIICHCaTOPHO yBe/M4aBaHe Ha KOCTHO o0pasy-
BaHe, MHAYLVIPAHO OT KOCTHOOOpa3yBaluTe KieT-
KJI HapedyeH! OCTeoOIacTy HaMMpAlM ce B paiio-
Ha Ha 3acsraHe. ToBa e CBBP3aHO C YCKOPEHOTO OT-
JlaraHe Ha JlaMe/IapHa KOCT 110 Ie30praHM3MpaH Ha-
4yH. Tasy MHTEH3MBHA K/IeTbYHA aKTUBHOCT Ch3/Ia-
Ba XaOTVYHA KapTMHA Ha TpabeKyaapHa KOCT, a He
Ha HOpMaJIHV JIMHeeH JlaMe/lapeH Mofell. 3asapa-
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bonecr Ha IleinmxeT

BeHaTa KOCT ¥ IPOCTPAaHCTBOTO Ha KOCTHMUS MO3BK
ce 3aMeHs U 3aII'b/IBa C U3IMIIBK OT PUOPO3HA Ch-
eVHUTENTHA ThKaH C IOAUePTAaHO yBelMYaBaHe Ha
KPBbBOHOCHMTE ChJ0BE, KOETO Kapa KOCTTa la CTaHe
XUIIepBacKy/lapHa.

BIT moxxe ma Obfe mpuunHeHa OT GaBHO pas-
BUBAIllA Ce BMPYCHA MHQEKIVs, T.e.. MapaMUKCO-
BUPYCHU NPUCHCTBAIM B OpraHM3Ma B IIPOAbIIKe-
HJle Ha MHOTO rofVHM 0e3 [ja IpOsIBABAT CUMIITO-
mute cu. CBbp3aHUTE BUPYCHM MHPEKIUY BK/IIOY-
BaT: pecHypaTopeH-CUHIUTHANIEeH BUPYC, Kydell-
KJ BUPYC U BUPyC Ha MopOwmn. CKOpOIIHY JOKa-
3aTe/ICTBa MOPOAVXa CbMHEHUs OTHOCHO CBbBpP3-
BaHeTo Ha Mop6Owmm ¢ BII. Cep [Ixeitmc Tleitmxer
I'bPBO IIPEATIONIOXKI, Ye 60/ecTTa ce JB/IKM Ha
Bb3NanuTeneH nponec. Hakou manuu codvar, mapa-
MUKCOBMPYCHaTa MH(}EeKLMs KaTo OCHOBHA IIpU-
41Ha 3a 00/IecTTa, KOeTO MOXe Ja O'bfie B IOAKpe-
Ila Ha Tes3aTa, Ye MMEHHO Bb3NalTUTeTHUTe Mpolle-
CHl B OpTaHM3Ma ca II'bpBOIIpMYNMHA. BbIpexkn ToBa
BCe Ollle He € M30/IMPaH MH(EKIV03eH BUPYC KaTo
IpMYMHUTEJIEH areHT, a IPYTU JoKa3aTelCcTBa pef-
Ho/IaraT MpUCHCTBAIA XUIEp AKTUMBHA (QYHKINA
K'bM ButaMyH D. EBeHTyaHO 1ab0paTopHO 3aM'bp-
csiBaHe MO)Ke Jla € IOBIMANIO B MUHAJIM U3CIefBa-
HII, CBBbp3Baly Mopouu ¢ bonecrra Ha [leitmxker.
Hamune e cpmo Taka ¥ HacleAcTBeHus ¢ak-
TOp B pa3BuUTHETO Ha Oomectra. [[Ba reHa SQST u
RANK, cnenn¢uynm mecra Ha Xpomosomu 5 u 6
ca cebp3anu ¢ bonecrra Ha Ilerker. [eneTnunu-
Te YC/IOBMSA MOTaT Jja BK/IIOYBAT MM Jja He BK/IIOY-
Bar (hammaHa aHamHe3a. Okomo 50% oT xopaTta ¢
HacmefcreeHa bIT mmar myrtanusa B rera SQSTMI,
KOMTO KOjupa IPOTEMH HapedeH p62, yyacT-
Balll B peryiupaHe QyHKLMATAa Ha OCTEOK/IACTHU-
Te. Bprpexn ToBa okono 10-15% oT xopara, KOu-
TO pa3BuBaT 3ab0/nsABaHeTO Oe3 HMKAKBA CeMeil-
Ha aHaMHe3a CBIo MMar MyTanusa B reHa SQSTMI.
Papko bomectra Ha IleiixeT MoXe Jja ce pasBue
IpY I'bPBUYEH paK Ha KOCTUTE, U3BeCTeH Kato Cap-
koM Ha [leitpxer. BII ce mokanusupa camo B HAKOU
KOCTM Ha TsA710TO. EfHa mo-k'bcHa ¢asa Ha 3a60/1s1Ba-
HETO ce XapaKTepusyupa C IofiMsAHA Ha KOCTHUS MO-
3'BbK C’bC CUJTHO BacKy/iapHa (pruOpo3Ha TbKaH.

PE3YVIITATU

JledeHneTo Ha TOBa 3a00JIsIBaHE Ce KOHI[EHTPU-
pa BBbpXy KOHTPOJI Ha aKTMBHOCTTA Ha 3a00/IsIBaHe-
TO, KaKTO 1 OBJIaJIsIBAHE HA YCIOKHeHuATa. B crry-
JayTe KOraTo KpbBHUTE M3CIAENBAHUA Ca B HOP-
Ma, HsIMa CUMITOMM M ankaiaHara docdaTasa e B
HOpMa MIM MVHMMAQ/JIHO 3aBUIII€HA TOraBa MOXKE
Jla He ce HaJIoX JiedeHue. BokuTe B cTaBUTE MO-
raT [a M3NCKBAT IIpME€MaHE Ha IIPpOTVBOBbB3IIA/IN-
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TEeJIHU JIeKapcTBa wim obesbomnsaBamu. llenra Ha
JledeHNeTo e ob/lekyaBaHe Ha KOCTHaTa OO/Ka 1
IpeloTBpaTsABaHe IPOrpecypaHeTo Ha 6oecTTa.
MepnyukaMeHTO3HO JiedeHre: B MoMeHTa ca m3BecT-
Hu 5 6uodocdonaru. Hait-yecto ce mpepnucsa pu-
3e[IpOHOBA KIUCE/VHA, a/leHAPOBa KUCeIVHA 1 IIa-
MUJIPOHOBA KUCenVHa. ETMHpOHOBaTa KucenuHa
MO>Ke fia 6bjie M30paHa 3a Tepanys caMo IpH oIpe-
JieJieHV TIAIlVIeHTH, HO e MOo-psAAKo mputaraHa. [Ipu-
JIaTAaHETO Ha Te3) MeIMKaMEHTU € IIPOTMBOIIOKA3-
HO IIpM IALMEHTH C TeXKO ObOpedHo 3abonsaBaHe.
Xupyprusi: MepfukaMeHTO3HAaTa Tepamusi Mpeau
ollepalyATa CIIOMara 3a HaMajsiBaHe Ha eBeHTYyall-
HU KP'bBOM3IVBU U ApPyru ycnoxHenus (1). O6uk-
HOBEHO JIMa TPV OCHOBHU ycoBus 1ipu bonectra Ha
ITesipkeT, 32 KOUTO Ce IIPeNopbYBA ONepalVIs:

* ¢pakrypm;

o TEXBK reHepaTUBeH apTPUT, KOTaTo MeyKa-
MeHTHUTe 1 GU3NOTepansITa He IOB/IMABATHA
3a00/I51BaHETO;

o KOCTHa iepopMariys.

YcnokHeHMsI B pe3ynTar OT paslIMpsiBaHe Ha
yepera Wy TPpbOHAYHMA CTBIO MOrar ia 3acerHar
HepBHATa CUCTeMa. BbIIpeky ToBa HOBEYeTO HEBPO-
JIOTVYHY CMIITOMMY JIOPU Te3U, KOUTO Ca YMEPEHO
TEXKJ MOTaT Ja O'bfiaT JIEKyBaHM C MEAMKAMEHTH 1
fia He ca HY)K/JJasAT OT HeBPOXMPYpPruyHa HaMeca.

JledenneTo MOXKe Jja KOHTponupa 6onecTra 1 fa
HaMany cumnromure. B cryuyair, ye uma gepopma-
1151 Ha KOCTUTE, MOXKe J1a Ce HAJIOXK! OIIopa Ha IleTa-
Ta WIN OpToNeanyHy oOyBKu (4). XupypruyuHa Ha-
Meca MOXKe Jla Ce HaJIOKM B CIy4auTe, aKo VMa Jie-
¢dopMmpaHa KOCT, CTaBa WINM ITBK MMa IIPeliIIaH
HepB OT HapacHasIaTa KocT.

BIT moxe fja oBezie ¥ KO APYTY ChCTOSHMS, KaTo:

o ApTpuUT, IpUYMHEH OT 3acsAraHe Ha IbIra
KOCT B IO/IHMSI KPAiTHUK, KaTo ce HapylIaBa 1
HAJIATAaHeTO B CbcegHM cTaBu. [IpexomepHo-
TO yBe/IMYaBaHe Ha KOCTTa MOXKe /ja HaTOBapu
lajieHa cTaBa 1 TOBa Jia JOBefe 10 apTput. B
TaK'bB C/Iy4ail 00/IKaTa MOXKe Jja Ce IB/DKM Ha
KOMOMHANMs OT 60/IeCTTa U OT OCTEOAPTPUT;

o CbpredHO-CBHAOBO 3a00/sIBaHe, KOETO MOXKe
Ia e B pe3y/TarT OT No-KbCeH cTafuit Ha BII,
T.e. ¢ ImoBedye OT 15% sacAraHe Ha CKelle-
ta. Tasu yBennmdeHa «paboTa Ha CBPLETO»
MOXKe Ja JioBefie 0 oOpa3yBaHETO Ha Kaj-
uQUKaTH Ha aOpTHATA KJIalla, a MOo/TydYeHa-
Ta AOpPTHA CTEHO3a IIPUYMHABA JIeBOKAMepHa
xurnepTpodus;

» Kankynosara B 6b0penure e mo-psapko cpe-
ImaHa py nanyeHTy ¢ bonecr Ha IleiimxeT;

o IIpo6remyu c HepBHaTa CUCTeMa MOTAT Jja Bb3-
HYKHAT TPV TALMEHTN B pe3y/ITaT Ha IIOBHU-
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IIeH HAaTVUCK BBPXY MO3bKa U TPHOHAYHMS
MO3DK;

o Koraro BII sacerue kocture Ha INLETO, 3bOM-
T€ MOTAT /Ia Ce PasK/IaTAT I J1a HACTBIIAT Ha-
pYLIEHVs IPY FBBYEHETO;

o AHTMOWIHY UBUIIV MOTAT J1a CE PA3BUAT B pe-
3y/ITaT Ha Ka/llupaHe Ha KOJlareHa Wy JPYyTo
maTosorn4yHo ornarane (1).

Bornecrra Ha IleitikeT He € CBbpP3aHa C OCTEOIIO-
posata. Bprpek, ye ocreonoposara u BII morar fja
Ce MPOSBST IIPY eVIH U ChIIl MAL[MEHT. BbIpexn ro-
JsIMaTa pasinKa MEeXAY TsX, HIKou nedeHns 3a BII
Ce M3MON3BaT CHIIO 32 JIeYeHMe Ha OCTeOropo3a.
V3rnenute 06MKHOBEHO ca [0OpU, 0COOEHO aKO ce
TPUJIOXKM JIEIEHE TIPEN [1a HACTBIIAT 3HAYNUTETHN
IPOMEHM B 3aCEeTHATUTE KOCTH. BCsika KOCT MOXKe [1a
6bzie 3acernara, Ho bormecrTa Ha Ilefipxer ce mpos-
BsIBa Hall-4€CTO B IP'bOHAYHMS CTH/IO, Yepera, Tasa,
OepeHara KOCT U JHOMHUA KpaitHuK. [1o mpuHImm
CUMIITOMUTE Ce pa3BUBAT 6aBHO U 32007ISIBAHETO HE
Ce PasmpoCTpaHsBa B HOPMATHUTE KOCTH.

3AKJIIOYEHUE

O6moTo pasnpocTpaHeHue u Texxectra Ha BII
HaMasaBa (1). IIprunnaTa 3a Te3syu mpoMeHM e Hesc-
Ha. Okxono 15% ot xopata ¢ BII nmar useH Ha ceMeii-
CTBOTO C Tasu 6onect. B cyvante, koraro 6onecrra
e aMITHA TA Ce Hac/lIe[sABa aBTO30MHO JIOMUHNIPA-
1110, BBIIPEKY e He BCUYKM XOPa, KOUTO HACTIeAABAT
3acerHatata Bepcus Ha TeHa Iie U3passaT 6omecTra.
Yecrorara Ha bomect Ha IlelipkeT Bapypa 3Haum-
TE/THO B 3aBVICMOCT OT Ieorpa)CKOTO MeCTOIIONIO-
JKeHMe. 3acAra MpeJyMHO X0pa C eBpPOIIeliCKY IIpo-
U3XOfl, JOKAaTO XOpaTa OT appUKAHCKM, a3MaTCKN
VIV VIHAWICKY IPOM3XOJ, Ca IO-PA/IKO 3aCEeTHATIL.
bII e nmo-psanko cpewmana B IBeinapusa n Cxkangu-
HaBUA 32 Pas3/MKa OT OCTaHAJIATA YacT Ha 3amajHa
EBporma (1).
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