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HepewéHHbIe sonpochki sie4eHus1 deghopmupyrouwieli ocmeooucmpoghuu
(6onesHb lNMedxema)
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Unsolved questions in treatment of deforming osteodystrophy
(Paget disease)
A.N. Goriachev, L.B. Reznik, A.V. Tiutiunnikov, M.A. Turushev

BropxetHoe yupexaeHue 31paBooxpaHeHust «KIMHUUECKUH MeTMKO-XUPYPIHYECKUIA LIEHTP
MunucrepcTBa 3xpaBooxpanenust OMckoit obnactu

Bonesnp Ilepkera B KIMHUYECKOH INpakTHKE BCTpeyaercss He yacto. CyLIHOCTh €€ CBOIMTCA K HAapyLIEHHUIO HPOLIECCOB
pEMOZIEIMPOBAHUS KOCTH. DTHOJIOTUSI OCTAeTCsl HENOCTATOYHO M3yueHHOH. Hamm 0000mieH onbiT seyeHus 33 OGOJIBHBIX.
Haubonee dacras Jokanu3alus mpoliecca B OeapeHHOW W OobiieOepoBoi KocTsax. KilMHHMKA mposBisiercss OO0JsaMH,
nebopmariell KOHEYHOCTH, BO3MOYKHA ManurHH3aims. /InarHo3 ocHOBbIBaeTcs Ha NaHHBIX peHtrenorpaduu, KT, MCKT,
MPT. Jleuenne Ouchocdonatamu (pocamaxc) ¥ TUPOKATBUUTOHHHOM dbdekTrBHOE, HO MmuTenbHOe. [10 MmoKasaHHAM
BBITIOJHSCTCS OIIePaTHBHOE JICYEHHE: OCTEOCHHTE3, SHIONPOTE3HPOBaHHE, aMITyTallHH.

Kirouesble ciioBa: 6one3Hb [lempkera, KOHCEPBATUBHOE U ONEPATUBHOE JICUEHHE.

Paget disease in clinical practice is rare. By its nature the disease represents the disorder of bone remodeling processes. The etiology
still has been studied insufficiently. We have generalized the experience of treatment of 33 patients. The most frequent localization
of the process is noted in femur and tibia. Clinical picture manifests itself as pain, limb deformity, as well as malignization is
possible. The diagnosis is based on the data of roentgenography, CT, MSCT, MRT. Treatment with bisphosphonates (fosamax)
and thyrocalcitonin is effective, but prolonged. Surgical treatment is performed if indicated: osteosynthesis, endoprosthetics,
amputations.

Keywords: Paget disease, conservative and operative treatment.

Bonesnp Ilemxera sBISETCA CaMOCTOSTEIBHBIM
HO30JIOTHYECKHIM 3a00JIEBaHIEM, CYIITHOCTh KOTOPOTO
CBOJUTCS K HapyIICHUIO IPOIECCOB PEMOJCINPOBaA-
HHUS KOCTHOW TKaHU. DTHOJIOTHS €€ OCTaeTcs IHUCKY-
tabenpHOl. OOCyXIeHHe MPOOIEMBbI JieueHus 0oe3-
HH Ilemkera B JuTepaTypHBIX MCTOYHHKAX MPOIOI-
JKAETCsl, OTHAKO MyOJIMKAIIMK B TIOCIIEIHUE TOJIbI Pe/l-
ku [1]. Teopust BUpYCHOI 3THOJIOTUH BO3HUKHOBEHHS
6one3nn Ilemxera HaxomuT BCE OOJBIIE CTOPOHHU-
KOB, OJIHAKO TIPOHUCXOK/ICHHE Ne(hOPMHPOBAHHBIX
OCTEOKJIACTOB OCTAETCsI 10 KOHIIA HE N3YYECHHBIM.

[lox HamuM HAOIMIOAEHWEM HAXOIWIOCH 33
6ospHBIX ¢ OonesHplo Ilemkera. Bece mammeHTs!
oputH crape 30 Jer.

Jlokanuzarus mporecca BBITYISIIENA CISTYIONM
obpazom: OeapeHHas KocTh — 12; OosbliedeprioBast
KOCTh — 8; KOCTH Ta3a — 8; miedeBas KOCTh — 4; IIo-
3BOHOYHHK — 3; KOCTH 4eperna — 2.

IIpenoskeHO MHOXECTBO KIacCUpUKAIMN AaH-
HOTO 3a00JIeBaHU, OJHAKO B MPAKTHYECKON paboTre
MBI Tonb3yemcs kKinaccudpukanuendr C.T. 3amenmna
(2001) n pasnnmyaeM: aKTHMBHO IpoTeKarouye Gop-
MBI OOJIE3HN Yy MOJIOABIX JIFOJIEH, a TaKKe THUIHY-
Hble MOHO- W IOJIMOCCAIbHYI0 (opMmbl 3aboeBa-
HUSI, KOTOpBIE OBIBAIOT TI0 XapaKTepy TEUCHUS Mell-
JIEHHO 1 OBICTPO MTPOTPECCHPYIOIIUMHU.

OOBIYHO AMarHO3 HE MPEICTABIAET TPYIHOCTEH,
CTaBUTCS Ha OCHOBAaHUM KJIMHUKH (00Jb, nedopma-
Ul ¥ HapylieHne ¢GyHKIUH KoHedHocTH). OcHO-
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BOW [MarHo3a SIBISIETCS PEeHTreHorpadus, KoTopas
BBIABISIET OYard pe3opOIHu M KOCTeoOpa3oBaHUs.
OnmHako B psAfe ciIydaeB IUAarHOCTHKa OOJE3HM
Ilemxera xpaiiHe 3aTpyAaHMTenbHA. B KadecTse
KIIMHAYECKOTO MpUMepa TPYIHOCTEH IMarHOCTHKH
MIPUBOIUM CIIEAYIOIIYIO HCTOPHIO OOJIE3HH.

Bonbras M., 63 set, oOpaTmiiace K OpToneay B
CBsI3U ¢ OOJIIMH B TIPaBOH MOJIOBHHE Ta3a U CUM(U-
3e. XpoMoTa, yKOpoueHHue KOHEYHOCTH Ha 2 cMm. Ha
pEeHTreHorpaMMe Ta3a — JuacTa3 JOHHOIO codie-
HEHMs, CMELICHNE NIPABOM MOJOBHUHBI Ta3a MPOKCHU-
ManbHO (puc. 1). Octeonopo3. MexaHu3M cMelie-
HUSI OBUT HE SICHBIM.

Puc. 1. Penrrenorpamma taza 6onbHO# M., 63 net. Cmele-
HHE TTPaBOH TOJIOBUHBI Ta3a, T1acTa3 B 001acTu cumpusa



Y4YuTBIBasT MMMYHOJIOTHYECKYIO COCTABJISIONLYIO
MpoIECCca, C IENbI0 CHIDKCHUS aKTUBHOCTH HPOBOC-
MAJIMTETBHBIX IIMTOKMHOB, W mpexknae Bcero OHOa
(dakTopa Hekpo3a omyxond), OOJNBPHONW Ha3HAYCH
nperapatr apTpodooH. Ha mporsokernnm 2 MecsieB
KIIMHIYIECKOTO OTBETa He moiydeHo. Ha mepmon 00-
CIIeOBaHUS Ha3HA4YEHO JeueHne OmBaigocoM. Yepes 2
MecsIla pasBIWINCh OTEKH, YXYAIIMIOCH oOImee co-
cTosiHHME. B CBsI3M ¢ MI0X0i MHAMBUAYaIbHOU TMepe-
HOCHMOCTBIO JICUCHHE TMPEHapaToM MPEeKPaIieHo.
OTeKH J0CTaTOYHO OBICTPO MPOIILIH.

Bonpuoii Beimonneno Y3M abmoMmuHanbHOE,
mutoBuaHon skene3pl, DI'JIC. CymecTBeHHON
MATOJIOTHU HE BBISABJICHO. BBIMONIHEHA OTKpHITas
Omoricus MpaBoi MOAB3AOIIHOW KocTH. Mopdoio-
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TMYECKH OOHApy)KeHbl O4ard JECTPYKUHUU H OC-
TeoreHesa. JJaHHBIX 3a OIyXO0JIb, BOCHAIUTEIbHBIH
nponecc HeT. OTaensHBIE Ne(OPMUPOBAHHBIE OC-
TEOKJIACTHI.

[lo naHHBIM MyYJIBTHCIHPATBLHON KOMIBIOTEPHON
ToMorpadun (puc. 2), B IpaBOX MOAB3IOIIHON KOCTH
BBISBILIIOTCSL OYard AECTPYKIMH C BOBJICUCHHUEM B
TIPOIIECC KPECTIIOBO-TIOIB3OIIHOTO COWICHEHHS.

[lo nmanHBIM cuuHTHrpadUH, HMEETCsl THIep-
¢dukcanus Gapmnpenapara B MpaBoi MOAB3OIMIHON
KOCTH.

Ha MCKT w4epe3 3 mecsina (puc. 3) umeercs
oOmmmpHasi maToNoruueckas IMepecTpoiika MpaBoii
TIOJIB3/IONIHOM KOCTH, JIOXHBIH CYCTaB, THIEPTPO-
¢us. Coxpansercs cMelIeHne cuMpusa.
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Puc. 3. MCKT Ta3a, mosICHUYHOTO OTAENa MO3BOHOYHMKA. [laTorornueckas nepecTpoiika mpaBoil MOAB3AOLIHON KOCTH, JOXKHBIHA

CyCTasB, MaTOJIOTMYECKUI oYar B Tele L|V TIO3BOHKA
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BonbHOI mocTaBineH AUArHo3 AeOpMHUPYIOIIC-
ro ocrura (6ose3np Ilemkera). OOwee cocrosiHue
OonpHOM KoMmeHcupoBaHHOe. HaOmronmenwme mpo-
JIOJDKACTCA.

IIpuBeaEHHBIN KIMHUYECKUN HpUMEp OKa3bl-
BAaCT, YTO HCIIOJIb30BAHNE COBPEMEHHBIX METOJOB
(KT, MCKT, MPT) pacumpsier BO3SMOXHOCTH JIy-
YeBOM TUATHOCTHUKH.

Perienue Bompoca 1moxasaHuil K onepaTHBHOMY
JICYCHUIO BCET/Ia 3aTPyJHUTENBHO, IPH 3TOM BaXK-
HBIM (haKTOpOM, MOJTAIKMBAIOIIMM OpTOIena K
XUPYPrHYECKOMY PEIICHUI0 TPOOJIEMBI, SIBIISIOTCS
JUTEpaTypHbIE JaHHBIE O BO3MOXXHOCTH MaJHMI'HH-
3aIMy Ipolecca.

B nacrosmiee Bpemsi ecTh maHHBIE 00 3(dek-
THBHOM KOHCEPBAaTHBHOM JICUCHUH TaKUX OOJIBHBIX.
[NosBieHNe mMpenapaTos Ui JEYESHUS] OCTEONIOPO3a,
MHTHOMPYIOMNX OCTEOKIACTHYECKYIO aKTHBHOCTb,
U mpexnae Bcero oOmcdochonaroB (pocamakc) u
KaJIBIIUTOHNHA, ITOBBICHIO 3(()EeKTHBHOCTh KOH-
cepBatuBHOro nedeHus. Ilo Hammm naHHBIM (10
HaOJIOZICHWIT), TPUMEHEHUEe MHUaKaJbIIMKa J0CTa-
TOYHO OBICTPO CHUMaeT OoneBoil cuHapom. U3
ouchocoHaTOB MBI Ha3HAYMIK (POCAMAKC, OJTHAKO
KJIMHUYECKH NMPOTHBOOOJIeBOH ekt Muakanbuu-
Ka ObLI Ootee OBICTPEIM.

Pemmenne o npoBeeHNN ONIEPATUBHOTO JICYECHUS
HaMu OBLIO NPHHSATO y TpeX OONBHBIX. Y OIHOTO
GOJIFHOTO C TOTaJIFHBIM MOpPaKCHHEM NpaBoH Oen-
PEHHOH KOCTH U NATOJIOTHYECKHM INIEPEIOMOM pas3-
BWJIACh OCTEOTeHHast capkoma. OpraHocoxpaHs;io-
masi omepauus ObUla HEBO3MOXKHA. BrInosiHeHa
9K3apTUKYJISIMS KOHEYHOCTH. [Ipu HabmogeHun B
teuenne 10 set peruauBoB Her. EmE oaun O6onb-
HOW mpu mepesnoMe muaduza Oeapa Ha TpaHHIC
CpellHEl U JUCTAJIbHOM TPETU OIEPUPOBAH C BBI-
MOJIHEHWEM  OCTEOCHHTE3a IITH()TOM-IITONOPOM
Cusamra. IlepemoM cpoccs B OOBIYHBIC JJISL STOW
JIOKJIN3alny Cpoku. [Ipu HaOMIONEeHNN B TEYECHHUE

Puc. 4. bomsnoit Y. Pentreno-
rpaMMa IpaBoro Oezpa, Oone3Hb
Temxera, BapycHas nedopmarms

Puc. 5. bompnoit Y. Penrrenorpamma
TPaBOro Ta300€/IpeHHoro cycraBa. Bro-
PUUHBIN MPAaBOCTOPOHHMIT KOKCApTPO3
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12 5eT KOHEYHOCTh OIOpPHA, PEAKIMH Ha (HUKCATOP
HeT. JTo HabroeHue yoennio Hac B TOM, 4TO Jie-
YeHrne mepenoMoB mpHu Oome3Hn [lemkera MOKHO
MIPOBOJUTH IO TIPUHATOM CXeMe BeIeHHsS OOBITHBIX
MIEPEIOMOB, BKIIIOYAs OCTEOCHHTE3, DHIOMPOTE3H-
poBanme. JIns TOATBEPKACHUS TE3WCa TPHBOINM
CIIEIYIOIIMN TPpUMED.

Bonproii Y., 77 neT, moCTynws ¢ AUArHO30M:
6one3np [lemkera ¢ mopakeHHeM NpaBoi OelpeH-
HOU KOCTH, BapycHas aedopmarus Geapa (puc. 4).
BropuuHslii npaBOCTOpPOHHUI KOKcapTpo3 3 CT.,
@®H Ill. (puc. 5). BoipaxxeHHbIl 601€BOI CHHIPOM.
[Ipu mocryruieHun B cTanoHap y OOJBHOTO OTMe-
YEHO 3HAYUTEJbHOE IOBBIIICHUE AKTUBHOCTHU Ile-
mouHo# (ocdarassl kpoBu g0 560 en./nm (Hopma g0
270 en./n).

BripaxxeHHBI 00JIEBON CHHAPOM CBHICTEIHCT-
BOBaJ O JIMTUYECKOM aKTUBHOCTH Ipolecca. beuio
pEIICHO BBIMOJIHHUTH TOTAJIHHOE SHAOIPOTE3UPOBA-
HHE TPaBOTO Ta300eIpeHHoro cycraBa. s Ha-
OEKHON (UKCAUM HOXKHM DHIONPOTE3a B TAKUX
YCIOBUSIX HeoOXonUMa J0CTaTodHas [UIMHA ee,
BBIXOJALIAsl 33 MpEeJesbl MaTOJOrHYecKOro oyara.
[Ipu sToM mpokcuManbHas (ukcanusi COXpaHsieT
CBOM BO3MOXHOCTH. B KkauecTBe MMIUIaHTara, OT-
BEUAIOIIETO TAaKUM TpeboBaHWsIM, u30paHa Mo-
nynbHast cuctema «Helios» ¢ mnunno# (220 MM)
HOXXKOH. BONBPHOMY BEITIOTHEHO TOTalbHOE SHIIO-
MIPOTE3NPOBAHNE MIPABOTO Ta300eIPEHHOTO CyCcTaBa
C peBU3UOHHOM OecuemenTHo HOXKoU (Helios) ¢
qucTanbHOM (ukcanuedt mmHoi 200 MM (puc. 6).
Harpyska Ha koHe4HOCTh — 4epe3 1 mecsi mocie
ornepanuu. B nocneonepannonHom nepuoje 00Jb-
HOMY Ha3HaueH OWBaJIOC B J03MPOBKE Mo 1 caiie B
JeHb B TedeHue 6 Mecsies. IlocreonepanoHHbIH
Nepuos nporekan 0e3 OCloXHEeHHH, QyHKIUS KO-
HEYHOCTH BOCCTaHOBMJIACh uepe3 roi. HecraOuiib-
HOCTH IpoTe3a HeT. boipHoit paboTaeT cTopoxkeM.

Puc. 6. Pentrenorpamma mpaBoro Oen-
pa. CocTostHUE MOCIIE TOTAIBHOTO SHJIO0-
[IPOTE3MPOBAHUS MPABOTO Ta300eapeH-
Horo cycraBa (Hoxka Helios)
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3AKJIIOYEHUE
Bonesnp Ilemxera B KIMHUYECKOH IPaKTHKE OCTHTa OIPEAEIETCS BO3PACTOM IallMeHTa, XapakK-
BCTpeyaeTcst He 4acTo. lIpyM TUINMYHOM Te4YeHHH TEpOM TEUEHHUs, JIOKaJM3alued U pacnpocTpaHeH-
JIMarHo3 He TpyzAeH. JlydeBasi quarHocTHKa sIBISET- HOCTBIO IIATOJIOTMYECKOr0 MpoIiecca.
Csl OCHOBHOH. [lo noxazaHWsIM MOTYT TNPUMEHSITBCS OPraHOCO-
Ha ceromus xoHCepBaTHBHOE JeueHne Oncgoc- XpaHSIONINE OIePaTUBHBIE METONBI (OCTCOCHHTES,
(doHaTaMM W THPOKAIBLUTOHHHOM JOCTATOYHO SHZIOIPOTE3UPOBAHNE), IPH STOM (PUKCHpyeMBIe yda-
3¢ exTHBHOE, HO JUTUTETHHOE. CTKH METAJTIOKOHCTPYKITMHA WIIH SHIOIpOTe3a 00s13a-
Bribop crocoba nedeHus nedopMHpYIOIIETO TEJIFHO JOJDKHBI HAXOAUTHCS BHE OYara IOpaskKeHHU L.
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Y xypHana «l'emroy Oﬁllmlmﬁm;» nosBuUncs ceon can!

Tenepb BCO MHopMaumto rnasHoro nsganusa ery «PHU «BTO» um. akag. IN.A. Unusapo-
Ba» MOXHO HaWTK Ha www.genius.ilizarov.ru.

Ha cTpaHuuax canTta npegcrasneHbl UCTOPUA XXypHana «leHun optonegumm», apxus HoOMe-
poB, 0630pbl NUTEpaTypbl U Cry4au M3 NPaKTUKM B OTKPbITOM A0CTyne. ABTOPbI Hay4HbIX
cTaTten HangyT Ha canTe npaswuna ogopMieHnsa paboT u BnepBble CMOryT caenaTtb 3asiBKy
Ha NyGnnKaLmio B MHTEPAKTUBHOM bopMme.

OH-naviH Bepcus XypHarna CoaepXuT Takke nHdopmaumio o6 ycroBusix NoaMNUCKU U pacnpo-
CTpaHeHwus.

Ha cante MOXHO npoynTaTh NNaHupyemMble TeMbl BrvKanLLIMX BbIMYCKOB HAy4YHOro U34aHus
M nocrnegHne HOBOCTU XypHana «[eHuns opToneammy.

XKypHan HaunHaeT akTMBHyt0 paboTy C peknamogatensiMu. YCnoBus pasMeLleHns peknam-
HbIX MaTepuanoB B «[ eHun opToneaumn» Takke MOXHO HaUTU Ha www.genius.ilizarov.ru.

I'IpmrnaLuaeM BacC NOCETUTb Hall CanT u caoenatb CBOU OT3bIiBbl U KOMMEHTApPUN.
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