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Pe3iome
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Summary

Paget's disease of bone (osteitis deformans) is a skeletal disease in which foci of destruction of the bone structure occur in one or more
bones, followed by its excessive and inadequate replacement. A clinical case is presented with a rare variant of this disease in the form of

involvement of the scapula in the pathological process.
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BBeaenue

Boaesns xocreit Ileaxera (BKII), azpyrue nassa-
HIA: «AePOPMUPYIOMNUI 0CTO3», «AePOopMUPYIO-
M OCTEUT» AN «AePpOpMUPYIOIIas OCTe0ANCTPO-
Jus» — xpoHUUIECKOe 10KaAN30BaHHOe 3a00.1eBaHIe
CKeJeTa, OTHOCsIIeeCs! K IpyIine MeTaboAMdIecKmnx
ocTeomnaTuil, XapakTepusylolleecs HapylIeHUeM
KOCTHOTO peMoJeAupoBaHMsA ¢ POpMUpPOBaHMEM
OYaroB IOBBLIIIIEHHO pe30pOINy C TOCAeAYIOII M
3aMelleHeM 4pe3MepHBIM KOAMYeCTBOM HeIloA-
HOILIeHHOJI, Me€Hee IIPOYHON KOCTH, II0ABEP>KEeHHON
AepopmanusaM U IIaTOAOTMIECKUM IlepedoMaM, a
MHOI4a UM O3A0KA4eCTBACHUIO 30HbBI IMOPa’keHMU
[1, 2]. BraeasioT MoHOOCCAaABHYIO popMy (Hepe-
CTpoOJiKa BO3HMKaeT B OAHOM M3 KOCTell ckeAeTa) U
M0AMOCCaAbHyI0 $opMy (IIOpa’karoTcsl HeCKOAb-
KO KOCTell cKeaeTa) 3aboaeBaHus. IlopakeHHsle
Y4acTKM CKeJeTa, KaK IPaBUAO, aCMMMeTPUYHbI U

yalle BCero BKAIOYAIOT Ta3, IIO3BOHOYHMK, Yepelr,
6eapennyio u 604bI1e6ePIIOBYIO KOCTU (OAUH UANU
HECKOABKO U3 BTUX Y4aCTKOB CKeleTa MOPaXkaloTcs
5 90% cayuaes). ApyTue 10KaAU3alum, B TOM 4nCAe
AOIIaTOYHAasl KOCTh, BOBAEKAIOTCS B ITaTOAOTYeCKIIA
nporiecc 3HaduTeAbHO pexe [3].

B mameit pabore mpejcTaBAeH KAMHMYECKUIA
caydait 0oaesnu Ilegxera ¢ peaxoi A0KaaAm3auu-
el ITopa>keHusI.

ITanmenrt P., 60 aet, oOpatnacs na npuem s C116
I'bY3 «KPb 25» B 2022 r. ¢ )xaao00amu Ha 6oau B
001acTy A€eBOM AOIATKU, KOTOpbIe MOABUANCDH 3a
rog 4o obparrenus K spady. boau BosHukaan snm-
304M4YeCKM TOABKO Ha (pOHEe ABMKEHMII, XapaKTep
6o4eit Bo Bpemenn He u3aMennacsa. O4HOBpeMeHHO C
60asaMU CTaa OTMEYaTh IOBLIIIIEHHYIO IOTAUBOCTb.
ApyTux xaa100 aKTUBHO He MPeAbABASA.

B 2022 r. mocae nepeHeceHHON HOBOJ KOPOHa-
BUPYCHON MHPEKIINHU HalueHTy Oblaa BHIIOAHEHa
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koMmnbsTepHas Tomorpadusa (KT) ¢ koHTpacTtupo-
BaHIeM OPraHOB I'PYAHON KAeTKM, HIpU KOTOpPOIX
BBIsIBAEHBI yYaCTKM A0KaAbHOTO YTOAII@HNS T1A€B-
pBI 000X AerKux, BeposATHO, $puOpPO3HOro Xapak-
Tepa; eAMHMYHBIe KaAbIIMHATHl ATKUX; y4acTKU
nHeBMoubpo3a ¢ 0bemx CTOpPOH, U B KadyecTbe
«CAy4alfHOM HaxoAKM» OBLA0 OOHApy>KeHO IOBBI-
meHne An¢¢y3HO IIAOTHOCTH A€BOV AOIATKU C
MHO>K€CTBEHHBIMU KMCTOBUAHBIMU BKAIOUEHUSIMU
40 9 MM Oes nepuocTaapHol peaknun. Taxxe Obran
oOHapy>KeHbl OKpYyTA0e 00pa3oBaHIie IIPaBoli IOYKN
(aHrmoamnoma? KucTa?) 1 y3eAKoBoe oOpazoBaHMe
A€BOI 40AM ITUTOBUAHONM KeAe3bl, ¥ U3MeHeHM,
COOTBEeTCTBYIOIINE COCTOSHUIO IT0CAe CTEPHOTOMMUI
(B BO3pacre 39 aeT nmanuueHTy IPOU3BOANAOCH A0P-
TO-KOpOHapHOe IIyHTUPOBaHMe).

Aas yrouHeHMs1 auarHosa 12.04.2022 r. Oblaa
BLITIOAHEHa CTaTudecKas ITOAMIIO3UIIMOHHAs OCTe-
ocnuHTUTpad M, IPU KOTOPOI B IIPOEKIIUN AeBO
AOIIaTKM TOTaAbHO, OCTUCTBIX OTpocTkax L4-5, m
IPOTS>KeHHO B IIpaBoii OeJpeHHOlI KOCTI yMePeHHO,
OIlpeJeAsIANCh OYaru IaToAOTMYecKON (puKcaluu
paauodapmupenapara (PPIT) Tc99m-pocdorex, 06-
yC/AOBA€HHbIe aKTMBHBIM IIPOLIeCCOM OCTeoreHe3a, C
MaKCUMa/AbHBIM I'paArieHTOM Hakoraenus POIT 1/24
B A€BOIi AoIaTKe 10 CpPaBHEeHMIO C CUMMEeTPUYHO
nan 6amsaesxamell MHTaKTHO oOaacTteio. I'mmep-
Puxcanmsa POIT B o6aactu 6okosoro orpocrka C3

II03BOHKA CJeBa I IIpaBoro TazobeJpeHHOro CycTaBa
Oblaa XapaKTepHa 444 JeTeHepaTUBHO-AUCTpodude-
CKMX M3MEHeHU — peKOMeHAOBaHa PeHTIeHOA0TH-
gyeckast Bepuduxanus (puc. 1).

3amnogospena 6oae3Hb kocreli [leasxera n mpose-
AeHo goobcaegoBanue. Brimoaneno nccaegosanme
yposH: meaouHo ¢pocdarassr (IIP), koTopsii co-
CTaBUA OKO0 2-X BEPXHMX I'paHNI] HOpMBHI (258 Ea/2,
HopMma 40-130 Ea/a), uTo xapakTepHO 445 00A€3HU
Kocreit Ileaxera u cBUMAETEABCTBOBAAO B IIOAB3Y
ITOBBIIIIEHHOTO KOCTeoOpa3oBaHM.

OanoBpemeHHO nposoauAacs auddepeHnan-
HBIII AMAarHo3 ¢ TyOepKyAe3HLIM IIOpa’keHHeM I
OHKO/AOTMYEeCKOI ITaToA0THel — MCKAIOYaAUCh Ty-
OepKyaesHoe Iopa’keHNe KOCTeil A0I1aTK!, a TaKXKe
BO3MO>KHBIE 310KauecTBeHHbIe OOpa30BaHls, B TOM
4lcAe MeTacTa3hl, B IIOYKe U IUTOBMAHOI XKeaese.

IIpn obcaeaosanum y prusnarpa TybepKyaesHoe
IopakeHue A0IaTKy ObLA0 MCKAIOUeHO, yKa3aHo Ha
BepoATHOCTL O0ae3nu Ileaxera.

B cBs3u ¢ HeOOXOAMMOCTBIO MCKAIOYEHUS 310-
KaueCTBeHHOIo 00pa3oBaHMsI IIMTOBMAHOIM JKeAe3bl
BLIIIOAHEHA ee IIYHKIMS — AaHHBIX 3a 3A0KayecT-
BEHHBII POCT He OAY4YeHO.

A5 MCKAIOYeHN s 310KauyeCTBeHHOIO ITOpaskeHMs
IIOYKYM U yTOYHEHNs TeHe3a M3MeHeHMII IIPaBoro
Ta300eApeHHOTO CyCTaBa, BBISABAEHHBIX IIPU OCTe-
ocumaTUrpaduy, Opaa seinoanena KT Tasa, mo

Puc. 1. Ilayuerm P., 60 rem. boaesro kocmeii Iledxema
/JlaHHBIe CTaTN9eCcKO¥ IT0ANIIO3UIIMOHHON ocTeocuHTUrpadpum ot 12.04.2022 r.
OrnpeaeAs1OTCs 09aru MaToAOTMIecKoit pukcanyy paguodapmMiipernapara
(Tc99m-Pocdorex) B 06aacTu A€BOI A0TIATKM U IIpaBoM Deape
Fig. 1. Data of static polypositional osteoscintigraphy of patient R
Static polyposition osteoscintigraphy data from 12.04.2022.
Foci of pathologic fixation of the radiopharmaceutical are determined
(Tc99m-phosphotech) in the area of the left scapula and right thigh.
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A rare variant of an isolated lesion
of the scapula in Paget's disease (clinical case)

pesyabTaTaM KOTOPOI Tazo0eapeHHbIe CyCTaBhl U
KOCTM Ta3a MMeAU IPU3HaKNA ABYXCTOPOHHEIO KOK-
capTpo3a, cAeBa — 1 cTeneHn, cripasa — 2 cTeleHH,
9TO ICKAIOYaAo IOpa’keHUe B paMKax 001e3Hu
ITea>xeTra xocTelt Taza 1 Ta300e4peHHLIX CYyCTaBOB.
JaHHBIX 3a HOBOOOpazoBaHMe B IIOYKaX He I0AY-
9JeHO, BBIABAEHLl MOYeKaMeHHasl 004e3Hb, 4ByCTO-
poHHUI HeppoAUTHA3, TapaneAbBUKaAbHas KICTa
AeBoii mouky, AudPysHas ruIepraasusd IpescTa-
TeAbHOII >KeAe3bl.

IIpu aabopaTopHOM 0OCAez0BaHUM KpOMe II0-
BBIIIIEHNs YPOBH IeA04HOM ¢ocdarassl Apyrux
OTK/AOHEHHI OT HOpMBI He BBIABAeHO. Kaaprmii
o6my. 2,45 MMOAB/A, KaABLIMIT MOHU3UPOBAHHBIN
1,16Mmoas/2;  Pochop nHeopranmueckuir 0,92
MMOAb/4, apaTTopMoOH 6,78 HI/A; KaABLIMTOHUH
menee 2,0 1ir/a, a takxe CPB 0,7 Mr/4., KAMHUYe CKUI
aHaAlu3 KpOBY, aHAaAMU3 MOYH, [TeYeHOYHbIe IIpOoOkI,
KpeaTHHIH, TOPMOHBI IIUTOBUAHOM keae3pl — T4
csoboausiit 13,81 IImoas/a; TIT 0,41 mEa/a Hopma
0,4 20 5 MME/a cootBeTcTBOBaAM HOpME.

B pamxax aktmsHOcTM BKII BO3MOXKHO IIOBBI-
menne 3Hadennit CPB, maparropMona, mospite-
HIe yPOBHs KaAbLIMs B CBIBOPOTKE KPOBM 1 B MOYe,
YPOBH: OKCUIITPOAMHA B MOYe. [ OpMOHBI IIMTOBUA-
HOJ1 >KeAe3bl OLIeHMBAANCE C I1eAbI0 MCKAIOUeHs ee
IaTOAOTUI.

Ha ocHoBaHUM IT0Ay4eHHBIX 4aHHBIX CPOPMYAN-
pOBaH AMarHos.

Kannngecknit gnarnos: 6oae3ns [leaxera (mopa-
>KeHle AeBOoii A0TaTKM U Ipasoro begpa). (M 88.8).

ComnyTcTByIOmNMII AMarHO3: TIUIePTOHUYecKas
604e3us Il cragun. AprepuaabHas IUIepPTEH3U
KoHTpoaupyemas. Lleaepoit yposens A/ AOCTUTHYT.
Puck CCO IV ouens sricoknit. VMIBC. CteHokapans
HanpsixkeHus 2 ¢k B anamuese. AKIII 2001 r. Ou-
Opnaasnusa-TperieTaHue pejcepanii, IOCTOAHHAsL
¢popma. EHRA 3, puck no CHA2DS2-VASC >2, puck
o HAS-BLED >2. PYA ot 22.03.2022 r. XCH 19K
no NYHA. Auddysno-ysaosoir 306. Dyrtupeos.
MKGB: aBycroponunit Heppoaurnas. [lapanearsu-
KaAbHas Kucra aesoit noukn. Auddysnas rumep-
aasusa npeacrateapHoit Keaeswl. 44311, ocaox-
HeHHOe IpbkKeoOpasopaHueM. ['enepaansoBaHHbII
octeoapTput. IlocTBocnaanTeabHbIe U3MEHEHNS B
AeTKHUX.

ITockoabKy TyOepKyaes3 ¥ OHKOJAOTHMYECKNe 3a-
0o0aeBaHMA OBIAU UCKAIOUEHBI, a AMaTHO3 00Ae3HU
ITeaxeTa y>ke He MpeACTaBAs1A COMHEHMI, OBLA0 Ha-
3HaueHO JedeHne O6ucdocdoHaTamm, B YaCTHOCTHU
IIperapaToM 301€APOHOBOI KUCAOTH (AKaacTa).
ITpoTuBOTIOKa3aHMII K ee BBeAEHMIO BLIABAEHO He
6p110. 23.05.2022 1. — BHYTPUBEHHO ITPOBEAEHO BBe-
AeHNe 5 MT 301e4pOHOBOM Kuca0Te. OTMedaaach
He3HadlTeAbHas TeMIlepaTypHas peakuus (TUINY-
HOe HeXKeJaTeAbHOoe sIBAeHMe, IePeHOCUTCS AeTKO).
Yposens meaounoir ¢pocdarassl HOpMaAN30BaACs
yepes 3 MecsIia, CHU3UBIIUCE 40 73 Ea/a.

Ha xoHTpoapHOM IpueMe 4yepes rog 26.05.2023
OTMeueHa [OAOXKUTeAbHas AMHAMIKA — MCYE3HO-
BeHIe 00/ell, CHU>KeHMe YPOBH:I 1ie109HOM pocda-
Tasel 40 49 Ea/a, ocTaabHbIe OMOXUMMYECKYIE TIOKa-
sateau (AAT — 18 Ea/a, ACT — 18 Ea/a, kpeaTuHuH
— 100,7 MKMOAB/ 2, KaaAbIIUI1 001N 2,38 MMOADB/ 4,
docdop nHeopranmuecknit — 1,15 MMoab/21), KAMHU-
YeCcKMI aHaAU3 KPOBY U OOIINIT aHaAU3 Mo — Oe3
OTK/AOHEHUI OT HOPMBI.

C yueToM OTCYTCTBUSI IPOTUBOIIOKa3aHNIL OBIA0
BBIIIOAHEHO IIOBTOPHOE BHYTPUBEHHOE BBeJeHUE 5
MT 301€APpOHOBOII K1cA0Tel. OTMevuasach He3HAUU-
TeAbHasl TeMIIepaTypHas peaKIys.

ITpn guHAMUYEeCKOM HaOAIOAEHUN B IIOCAEAYIO-
IIJeM CoXpaHs1ach peMuccust 3aboaeBaHMs, 4J0CTUT-
HyTas Ha (pOHe AevYeHMUsI 301e]POHOBOI KUCAOTO
(BHyTpUBEHHOE BBejeHMe 1 pa3 B rog).

KonrpoasHoe 00caesoBaHMe MeTOAOM CTaTU-
YeCKOl ITOAUIIO3UIIMOHHON OCTeOCHMHTUrpadpun
nposegeno 23.01.2025 r., mo agaHHBIM KOTOpPON
OTMeYeHa OTYeTAUuBasl I0AOXKUTeAbHass AVMHAMMU-
Ka: ovaru IaToaormdyeckoin d¢ukcanum paauo-
dapmnpenapara (Tc99m-pocdorex) MOAHOCTHIO
ncuezan B obaacTu mpasoro 6egpa, a B odaactu
A€BOJ A0TIaTKU I110IIaAb IaTOAOTMIECKOI PpuKca-
nuy paguodapmirpernapara CylecCTBEHHO yMeHb-
mmuaace (puc. 2).

[Tanment npogoakaer HabAAATHCS peBMaToO-
A0TOM, IIAaHUPYETCSI KOHTPOABHBIII OCMOTP Ilepes
OouepesHBIM BBEAEHNEM 301€APOHOBOI KUCAOTHI.

O6cyxaenne

Briepsrle ganHOe 3a001eBaH1e OBIA0 OMNCAHO B
1877 roay anramiickum xupyprom Ileasxerom (Paget
J.), KoTopbIit TpeacTaBuA OATh KAMHNIECKMX HabAIO-
AeHUll ¢ pa3dBuTHeM 3a001eBaHuUs B AUHAMIKe [4].

BoaesHp kpaliHe peAKO BCTpedyaeTcs y IMallleH-
TOB Moaoxe 40 aeT, Hanboaee yacTo — y IallleH-
ToB cTapiie 50 aeT, y KeHIIUH BTpoe pexe, yeM
y MyxunH. PacripocTpaHeHHOCTh 60A€3HM KOCTel
Ileaxeta M3yuyeHa HeAOCTAaTOYHO U 3HAUMUTEABHO
Koz1e0/eTcsl B 3aBUCUMOCTM OT reorpadpuueckoro
pernona. Tak, B 'epmaHum cpean HaceaeHUs CcTap-
mre 50 aeT yacToTa BCTpe4aeMOCTU He IIpeBhIIIaeT
0,5%, B To BpeMs Kak B Beamkobpuranum moxxer
Aocturats u 8%, B Halllell CTpaHe Cepbe3HbIe DIINAe-
MMOAOTMYECKIEe UCCAeJ0BaHUSI DTOTO 3a00A€eBaHILs
He IIpoBOANANCE [2, 4, 5, 6].

BKII — »TO caoxHoe 3abo01eBaHNe, Ha KOTOpoOe
BAUSIOT KaK reHeTUYecKne, Tak U DKOAOTMIecKue
¢axroper. TouHast Hpuposa dKOAOTUIECKUX TPUT-
repoB U TO, KaK OHI B3aIMOAENCTBYIOT C TeHeTuue-
CKIMU AeTepMMHaHTaM!, OCTAIOTCsI [1A0XO U3Y4YeH-
HBIMI, HO ICCAe40BaTeAM CUUTAIOT, YTO TPUITepHBbIe
¢axTopr! OKpy:Kalomei cpeAsl (BUPYCH, 3arps3He-
HIe BO34yXa, KypeHle I Ap.) MOTYT UT'paTh POAb B
naropusnoaorun bKII [6].
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Puc. 2. INayuenm P., 60 rem. boaesnv wocmeii [Tedxema
/JlaHHBIe CTaTMYeCcKOM ITOAUIIO3UIIIOHHON ocTeoctuHTurpadpum ot 23.01.2025 r.
B cpasrenum ¢ 12.04.2022 1. mpeAeAsieTcsI HOAOXKUTeAbHAsI AMHAMIKA: OJaru
raToAoruyeckoi puxcarun pagnodapmipenapara (Tc99m-pocdorex) B obaacTn
npasoro Gegpa 1cye3an, a B 004aCTu A€BON AOIATKU VX ILA0IaAb CYIeCTBEHHO YMEHBIINAACh
Fig. 2. Patient R., 60 years old. Paget’s bone disease
Static polyposition osteoscintigraphy data from 23.01.2025.
In comparison with 12.04.2022, positive dynamics is determined: foci of
pathologic fixation of the radiopharmaceutical (Tc99m-phosphotech) in the region of the right femur disappeared.
right thigh have disappeared, and in the area of the left scapula their area significantly decreased

Cunrraercs, yro ipu BKIT BosHuKaeT aHOMaAbHas
aKTMBaIlMsl OCTEOKAACTOB, IIpUBOJAINAs K Helpa-
BIUABHOM pe30pOLMM KOCTM ¥ KOMIIEHCAaTOPHOMY
OCTEOTEHHOMY CKAEpPO3y. DTO BBI3bIBAeT yBeANdeHe
peMoaeAnpOBaHUs U MacChl KOCTH, IIPU BTOM OCTeO-
KAacCTbI CTAaHOBATCS O0AbIIIe TIO pa3Mepy, KOAMIECTBY
U coAep>Kart 00/plIee KOANIECTBO sAAep 110 CpaBHEHUIO
C HOpMaAbHBIMHU KaeTKaMM [7, 8]. Dra HoBbIIIIeHHas
MeTaboAndecKas OCTeOANTIYIEeCKas! aKTUBHOCTD IIPU-
BOAMT K pa3pyIIeHUIO KOCTY, HO HOpMaAbHble OCTe-
0061acThl IPOAOAKAIOT IPOU3BOAUTL HOBYIO KOCTb.
PesyabTaTOM SABASIOTCS CTPYKTYPHO aHOMa/bHble U
ocaab1eHHbIe KOCTH, KOTOPBIe CKAOHHEHI K IIepe/10MaM
u gepopmanuam [8]. ITpuunaa akTuBaIum ocreokaa-
cros ripu BKII errje He MOAHOCTBIO U3y4YeHa.

MHoroudncaeHHble JaHHbIE CBUAETEABCTBYIOT O TOM,
9YTO HacAeACTBeHHbIe (PaKTOPBI UTPAIOT BaXKHYIO POAb
B narorenese BKII, koTopas 4acTo BcTpedaeTcs B ce-
MbsX M MOXET IlepeJaBaThCcsl BEpTUKaAbHO IO ayTo-
COMHO-AOMMHaHTHOMY TuIly. I'eHeTndeckass ocHoBa
BKII caosxHa U BKAIOYAET B ceOsI HECKOABKO reHoB. Oa-
HUM U3 Haubo1ee 4acTO BOBAEYEHHbIX T€HOB SIBASETCS
SQSTM1, KoTOpPBIIT KOAUpPYeT MHOTOQYHKIIVIOHAABHBIN
0ea0K p62, peryaAnpyommit pyHKINIO OCTEOKAaCTOB
[9]. Beaok p62 urpaet pemaronyio poab B ayrodarumu,
rporiecce, CBA3aHHOM C yJaJeHNeM ITOBpeXKAeHHBIX

KAeTOYHBIX KoMIIoHeHTOB. Koraa »ta ¢pyHKIIM Hapy-
IIaeTcs], IPOMCXOANUT HaKOILAEHNe ITOBPeK A€HHBIX Oe-
KOB B KA€TKaX KOCTHO TKaH!. XoTs MyTaunu SQSTM1,
KakK IIpaBUAO, T€TEPO3UTOTHEI, TaKXe COOOIalA0Ch O
peaknx caydasix romoaurotHocty [10].

Myranun, satparusaomiue gomeH UBA SQSTM1,
Ob1A11 OOHAPY>KEHBI KaK B CEMEITHBIX, TaK M B CIIOpaAl-
yeckux caydasx BKII, u Tu MyTanum 4acTo CBs3aHbI
C TSKeABIM KAMHMYecKuM IposiBaeHueM [11]. Myra-
LIUU 3aPOABIIIEBOV AMHUU B APYTUX T'eHaX, TaKMX Kak
TNFRSF11A, ZNF687 u PFNI1, Takxe cBA3aHBI C pas-
BuTHeM 3aboaesanms [12]. ViccaeaoBaHus reHeTde-
CKIX accollMallNil BBIIBMAM HECKOABKO I'€HOB pUCKa,
npeapacroaaraoniux K BKIL xoropsre crroco0cTByoT
BO3HMKHOBEHUIO U TSIXKECTU 3a00.A€BaHIs. DIIUTeHEeTH-
JecKre MoAuQpUKauy reHOB, YIacTBYIOIINX B PeMO-
AeAVPOBaHNUM U peryAsanuu Kocreit, BKatrodas RANKL,
OPG, HDAC2, DNMT1 n SQSTM1 [13], BOBA€U€eHEHI B
pasBuUTHe U IIporpeccuposaHne 0oae3um Kocreli Iea-
>KeTa, 4TO JaeT IpejcTaBAeHe O MOAEKYASIPHOI Oc-
HOBe 3a00/4€BaHMs U ITOTE€HIMAABHBIX MUILIEHIX AAS
TepareBTUYeCKOTO BMelllaTeAbCTBa.

Kanundgeckast kaptuaa BKII Becbma pasHOOOpasHa
I10 IPOABAEHMAM — 00AM B KOCTSIX, B TOM 4YICA€ B I10-
Koe, AecpopMauI/m KOCTel, BTOPUYHBIN OCTe0apTpO3
CyCTaBOB, ITpUAeKallMX K 1aTOAOTYECKOMY Ouary, Ie-
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CAYYAU M3 TIPAKTUKI
CASES FROM PRACTICE

A rare variant of an isolated lesion
of the scapula in Paget's disease (clinical case)

peaoMsl kocTeli. I TopaskaloTest Kak 04Ha, Tak 11 00AbIIIee
KOAMYEeCTBO KOcTell (0OBIYHO A0 Tpex), Hanbo.1ee 4acTo
KOCTHU Ta3a, OeadpeHHBbIe, 00AblIeOepIioBbIe (OCOOEHHO
MX TOAO0BKM), TIO3BOHKU U 4eperl. DTO MOXKeT ITpOsIB-
AATBCST 0OASMU B KOCTSIX U CyCTaBaX, MHOKeCTBEHHBIMU
AedopmanusaMy TpyOJaThIX KOCTEN ¥ TI0O3BOHOYHMUKA:
BBIpa>keHHBIM K11(p0o30M, BapycHOI gedpopMaliueit Hor
(c Tak Ha3bIBaeMOII «00e3bsIHbEl» IIOXOAKOI), PUCKOM
[1aTOAOTMYECKIX I1epeA0MOB U MHOTAa — 0310KaueCTB-
AeHVeM IaTOA0TMYeCcKOTo oyara C pasBUTIIEM OcTeocap-
koMbl [ Topaskenne ueperna — ocobast popma, 34eCh KAU-
HIIKa Jallie ITpe cTaBAeHa TOA0BHBIMI 00AsIMU, HEBPO-
AOTUYECKUMU OCAOXKHEHNSMIU U TAYXOTOI BCAeACTBIIe
CAaB/AeHIsI CAyXOBOTO HepBa.

ITopakeHne A10MIaTOYHOI KOCTH BCTpeYaeTcs Kpaii-
He peAKO, XOT:I TOKe BO3MOKHO. OcOOeHHOCTBIO TaKOTO
MOpa>keHNs SBASETCSI A0BOABHO IO3JHee I0sIBAeHIe
CUMIITOMATHUKM, KOTOpas 3a4acTyi0 UMUTUPYeT KapTu-
HY I11€e4e-10TaTOYHOTO IleprapTpuUTa 11 Ha HauaAbHBIX
CTaAVSIX MOXKET BbI3BaTh 3HaUMTeAbHbIE 3aTPYAHEHIL
B AmMarHocTuke [5, 14].

/JlaHHOe KAMHIYecKoe HabAl0JeHNe ITpeAcTaBAseT
MHTepec B CBA3U C A0CTaTOYHO PeAKOI A0KaAM3alyen
ouara 6o4e3Hn Ilea>xeTta — mopa>keH1eM A0TIaTOYHOI
KOCTU B COYETaHUU C YaCTOV A0KaAM3aIell — BOBAeye-
H1eM OeapeHHOIT KocTi. HecMoTps Ha HaaM4IMe TIpK-
sHakoB ¢ukcanuu PPIT B obaactu TazobespeHHBIX
CyCTaBOB II0 AQHHBIM CLIMHTUTpaduUM, POBeJEHHbIE
KT obcaesoBaHMsA UCKAIOYUAN BTy BEpPCUIO,

CuMmnroMsl 3abo0/4eBaHUSI 3aBUCAT OT CTajuWU,
oObeMa mopa’keHns1, A0KaAu3aluy 04aros, O1MoXu-
MIYeCKOl aKTUBHOCTH ITpoliecca, HaAMIMs OCAOXK-
HeHui [15].

BbIA€ASIIOT MBIIIIEYHO-CKeAeTHBIE CUMIITOMBI: 00Ab
B KOCTsIX, gepOopMaliny KOCTeil, OCTeE0apTPUT CMEXK-
HBIX CYCTaBOB, IPOTPY3UM BepPTAY>KHOI BIaAVHBI,
IepeAoMbl;

Hespoaormdeckne CMMITOMBI: TIOTePsI CAyXa, IIIyM
B yIIlaX, IIOpa’keHle YepeITHO-MO3TOBBIX HEPBOB (pea-
KO), IIOBBbIITIEHNe BHYTPUUIEPEITHOTO AaBAeHMUs], CyKe-
HIMe CITMHHOMO3TOBOTO KaHa/a, Ilapariierus, CHHApOM
COCYAMICTOTO OOKpaAbIBaHNS;

CepaeuHoO-coCyAMCTBIe CUMIITOMBI: 3aCTOMHAs cep-
AedHas HeA0CTaTOYHOCTDb, yBeAUdeHNe CepAedHOTIO
BBIOpOCa, aOPTaABHBIN CTEHO3, PacIpOCTPaHEHHBIN
aTepoCKAepo3, BHyTpUCepAeUHble KaAbIIMHATHI;

Metaboandeckye HapyIeHNs: UMMOOMAN3AIIOH-
Has IUIIepKaABLIUYPUs, TUIIEPKAAbLIVIEMILs], TUIIepY-
pukemus, HeppoauTuas.

ITo mmerommmMcs gaHHbIM, IIpyu 00ae3Hu Ileaxera
MOTYT BCTpeYaThCs paHHUE U BhIpakeHHbIe (POPMEI aTe-
pOCKAepo3a COCy 0B, B TOM 4ricle KOpOHapHBIX. B cBssu
¢ 9TuM, oOparnaer Ha cedsl BHMMaHue TOT QakT, 4To y
Halllero IalyeHTa B aHaMHe3e B Bozpacte 39 AeT IpoBo-
AA0CHh a0PTO-KOpPOHapHOe IyHTHpoBaHKe. K coxxaze-
HUIO, MBI He pacrioJaraeM IoApoOHOI nHpOpMariyeit
10 BTOMY BOITPOCY U A0Kas3aTb MPUIaCTHOCTh OOAe3HI
INeaxxera K mopakeHNIO KOPOHAPHBIX COCYAO0B HE MO-
>KeM, O4HaKO COBIIaJeHlie BO3MO>XKHO, He cayJaiiHoe [16].

Aas 6oae3un Ileaxera B paHHel cTaAuM ITaTOTHO-
MOHIYHO IIOBBIIIIEHVE aKTUBHOCTY I1IeA09HOI pocda-
Ta3bl, BO3MOXKHO M3MeHeHIe U APYTUX Aa00paTOPHBIX
TOKaszaTeJell — IIOBBIIIIeHIe B KpOBY IIapaTTOPMOHa I
MapKepoB KOCTHOTO OOMeHa: OCTeOoKaAbIInHa, N-KOH-
1IeBOTO IIPOITeNTIAa IpoKoAAareHa 1-ro Tuma (P1INP);
BBICOKIII YPOBEHb B CyTOUHOI MOUe 4-TUAPOKCUITPOAN-
Ha, IMPUAVHOANHA U Ae30KcuImpuanHoanHa [17, 18].

B namem HabaroaeHMH, KpoMe 3HAYUTEABLHOTO
HOBBIIIEHNST YPOBHS Ife1049HON (pocdarasbl, 4pyIux
OMOXMMUYECKUX M3MEeHeHU He OBIA0.

OredecTBeHHBIX KAMHNYECKUX PeKOMEeHAAIINIA 110
AVATHOCTYIKE U AeuyeHuI0 Ooae3Hu kocrelt [leaxera B
HacTos1ee BpeMs HeT. CyIiecTBYIOT peKOMeHAaIun,
paspaboTaHHbIe Pa3AMYHBIMU MeKAYHapOAHBIMU
OpraHM3alMAMM, KOTOPbIe 3aHUMAIOTCsI ITPOo0.AeMOoit
6oaesnn Ileaxera. B 2019 r. 65110 0omyOAMKOBaHO
Hay4JHO 0OOCHOBaHHOE KAMHUYECKOe PYKOBOACTBO I10
AVATHOCTUKE U AedyeHUIO 0oae3Hu Kocreir [leaskera
nog, pykosoactsom Accoumanuu Ileaxera (Beam-
koOpuranms) [17], 8 2024 r. VtaabaHckoe oOIIecTBO
OCTeOII0p03a, MIHEPaAbHOTO OOMeHa 1 3a00.1eBaHNI
CKe/leTa COBMECTHO C yaeHamu VITaabsIHCKOM accoru-
anuu 0oaesHu Kocreii Ileaxera mpeaa0XKmam cBOIO
BEpPCUIO peKOMeHAAIUII 110 AMaTHOCTUKe U Ae4eHNIO
9TOro 3aboaesanms [18].

ITpu noaospennn Ha 60ae3Hb IlesxeTa AnarHo-
CTUYecKasl OlleHKa A0AKHA BKAIOUYATh TIIaTeAbHBIN
cOop aHaMHe3a, BKAIOYas ceMelfHbIlI aHaMHe3 3a00-
AeBaHMA U UCTOPUIO CUMIITOMOB, a TakKKe IleJeHa-
IpaB/AeHHOe ¢u3nyeckoe obcaesosanne. Kannnue-
ckoe nogospenne Ha BKII o6p19HO BO3HUKAeT U3-3a
HaAN4YMST A0KaAM30BAHHOV 004U B KOCTSIX, OCOOEHHO
ec/V OHa CBsI3aHa ¢ oOOHapy>keHUeM gedpopMarinii Ko-
CTell B OAHOM UV HECKOABKMX yIacCTKax cKeAeTa AU
APYTMMM CUMIITOMaMM, TaKMMIU Kak rayxota. Ilpu
TaKMX 00CTOATeABCTBAX MOATBEPXKAAIOIINIL AaTHO3
OCHOBBIBAETCsI Ha 11eA€BBIX PEHTTEHOAOTUIECKIX VIC-
c/eJOBaHMAX ITpealiolaraeMbIX Y4acTKOB cKeJeTa U
oOHapy>XeHII yBeANYeHNUs] MapKepoB KOCTHOTO Me-
Taboamusma [17, 18].

OcHOBHBIE T010>KEHN peKOMeHAALINI OAHOTUITHBI
U BKAIOYAIOT B ce0s cAeAyIoIIue IT0A0XKeHUsI.

1. Ilpu nogospennn Ha 6o4e3Hb KocTelt [leaxera
peKOMeHAyeTCsI BRITOAHUTD PEHTTEHOAOTIeCcKOe JC-
c/eJOBaHNe TOI JacTy CKeleTa, KOTOpas Ipusesa K
nozospennio Ha BKIL

OcHoBHbIe peHTreHoAorndeckne mnpusHaky BKII
XapaKTepU3yIOTCs:

* 004acTsaMM 0cTeoAn3a (C IPOrpecCUpyIOIINM KAN-

HOM pe3opOounn),
® yTOAllleHNeM KOPTUKAABHOI KOCTH,

* orpy0.eHneM TpabeKyAsIPHOTO pUCyHKa BAOAD AU-

HIV HAIIPSIKEeHIAS,
® [IOTepell pasAnunsa MeXKAy KOPTUKAABHOM KOCTBIO

Y KOCTHBIM MO3TOM,
® OCTEOCKAEPO30M,
® pacmpeHreM KOHTYPOB KOCTH,

Aedopmarnyernt KOCTI.
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Peaxuit BapyaHT IOpaskeHNs A0TIaTOYHO
Koctu npu 604e3un Ilegxera (KAMHIYECKIT cAyJait)

CAYYAU U3 TIPAKTUKI
CASES FROM PRACTICE

1a. O1ieHUTH aKTMBHOCTD I11e109HON dpocdaTasbl.
Ee yposens o0bsraHO noseimred npu BKIT 1 otpaskaer
aKTMBHOCTb KOCTeOOpa30BaHILI.

2. ITaineHTaM € peHTTeHOAOTMYeCKMU ITPU3HAaKa-
mu BKIT pekoMeHAyeTCs BBIITOAHUTD CLIMHTUTPAPUIO
ckezeTa ¢ paguodapMIIperiapaToM, OOBIYHO C MCIIOAb-
sopanueM texneuns 99Tc. VMccaegoBanne 1ospoasier
BBLABUTH OYari IOBBIIIEHHON MeTab0AIM9eCcKO aKTHB-
HOCTH CKeJeTa I PacIIpOCTpaHeHHOCTh 3a00AeBaHs.

2a. OneHUTHh MapKephl KOCTHOTO MeTaboAM3Ma.

3. ¥ maimeHTOB C HOBBIIIEHMEM XOTs ObI 0O4HOTO
MapKepa KOCTHOTO MeTab0A13Ma HeOOXOAMMO BhIIIOA-
HUTh PYTUHHBIE McCAeAoBaHus (Kaaplmii, ¢pocdop B
I4a3Me ¥ Mode), OLIeHUTh IIPOTeMHOTpaMMy, PyHK-
LMIO TIoYeK, IedeHn, mapartropmos, sut. Ecan mo-
KaszaTeAl IO3BOAAIOT 3a1to03puth bKII, Heo6xoamMo
IIPOAOAKUTE CKAHMPOBaHIe KOCTell UAM peHTTeHO0A0-
rIgeckoe MX 1ccAej0BaHne, paciiipeHHoe 40 Haubo-
Jee 4acTo Iopa’kaeMbIX y4acTKOB (4eperl, II03B0H0Y-
HIIK, Ta3, 00AbI11e0ep1IoBast KOCTh), €CAM CKaHMPOBaHIe
He IIPOBOJMTCSL.

4. PexomeHayeTcs IpoBOAUTS AvidpdepeHITaAbHbIIN
anarnos BKIT co caeayromniumMu 3abo1eBaHIAMU: MeTa-
CTa3bl B KOCTSIX, XPOHIMIECKII1 HeDaKTepaAbHBI OCTeO-
MueanT, puOpo3Hast AUCIIAA3Ns, BHyTPEHHNI A100HbII
ruIepocros, boae3Hs DptreiiMa-ecrepa.

5. Ecan Tpaguoaormdeckoe mccaeaobanue (peHTre-
Horpadws, KT u /uan MPT) He galoT 04HO3HAYHBIX
ITaTOTHOMOHIYHBIX Pe3yAbTaTOB, peKOMeHAyeTCsI IIpo-
BeJeHNe MpulleAbHOl OMoncuy (ecau HeT IIPOTUBO-
IMOKa3aHUI1).

6. Aas aeuenus BKII npumensiorcs 6ucdocdo-
HaTBI, IIpellapToM BhIOOpa sBASETCA 301eAPOHOBas
KOCAOTa B BUAe BHyTpuBeHHOI nHQy3nm 1 pas B roa.

CoraacHO coBpeMeHHBIM II04XOJaM, OCHOBHOI]
Tepanueil KocTHOl Ooaesnm Ilegxera cumrarorcs
oucpocdonarsl, Hanbosee dPPEKTUBHBIMU U3 KOTO-
PBIX ABASAIOTCS IIperapaTthl 304eAPOHOBON KMUCAOTHI,
U IIEPBBIM U3 HUX B KAMHUYECKYIO IIPaKTUKY BOIILAa
«Axaacra», npumenstomasics ¢ 2005 r. Ha ¢pone Buy-
TPUBEHHOIO BBeJeHIsI BCeIO OAMH pa3 B IoJ Ilperia-
par 4acTuyHO OAOKMpPYeT MAM 3aMeAAseT ITPOLIecChl
pe3opO1MM KOCTHOM TKaHM, U II03BOAseT He TOALKO
9} $eKTIBHO KOHTPOANPOBATH TeUeHIe 3a001eBaHM,
HO U IpeAoTBpallaTh AN OTAAAATb pa3BUTHeE TaKIX
OCAO>KHEHUI, KaK 0310KauecTBAeHne odaros [1, 17, 18].

Hamemy namyenTy Obl10 IIpOBe4eHO TpeXKpaTHOe
BHYTPUBEHHOE BBeeH1e 5 MT 301eAPOHOBOI KICAOTHI
CMIHTEPBa/AOM B TOA, C XOPOIINM KAMHIMIECKNM 3P dek-
TOM, HOpMaAM3alyer OMOXMMIYEeCKIX IOKazaTeaert
(meaounoit PpocdaTassl) M HOAOKNUTEABHON AVHAMU-
KOJ1 10 JaHHBIM OCTEOCHMHTHUTpaduI KOCTell CKeaeTa
Jyepes TpU roja OT Hada/a Tepanuy (04ary 1aToAoru-
Jeckoil ¢pukcanuu paguodapmMiiperiapaTa B 001acTu
IpaBoit Oe ApeHHOI KOCTU 1CUe31M, a B 00AacTy AeBOIt
AOTIIATKM I1A0ITaAb MX CYIIIeCTBeHHO YMEHbIINAACh).

Habarozenne 3a naimeHTOM IIPOAOAXKAeTCs, I1Aa-
HUPYeTCs MPOAOAXKUTD JAedeHne 301e4POHOBOM KIC-
AOTOIL.

Taxum oOpasoM, mpuUBeAeHHBIN KAMHIIECKUI CAY-
Jali mopa>keHns1 A0aTOYHOI KocTu ITpu 6oae3Hu e a-
>KeTa, MO>KeT OKa3aTbCs II0Ae3HBIM A4Sl KOoAAer IpU
BCTpede ¢ T0A00HOI 40CTaTOYHO peAKOM U MaAOCUM-
IITOMHOI A0KaAM3alleln.
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