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bone3nb NMepmwera:
COBPEMEHHbIe METOodbl NEeYyeHus

10.JI. KopcakoBa
PMAIIO, Mockea

bonesnb Tedrwcema — xpoHuueckoe 10KaibHoe 3a001e8anue Kocmell, 6xo0suiee @ epynny MemaboauvecKux 0Cmeonamuil, Npyu KOMopom 603HUKA-
H0m o4azu NEPecmpoiiKy KOCMHOU MKAHU 6 00HOU UL HeCKOAbKUX Kocmsix. [lns 3a601e6aHUs XapaKkmepHyl noséaeHue 604U 6 KOCMSX, pasgumue
deghopmayuu ckenema, unu, Hanpumep, NOMePU CAYXAa, 603HUKAIOWEI] U3-3a NOPAJICEHUs. KOCMell Yepena, Uy apmposa ma3o0eopeHHbixX aubo Ko-
NIEHHBIX CYCMAB08, NepenoMo8 KOCmell KOHeHHOCMel U, pedice, CapKkoMbl Ul 2UAHMOKAeMOYHOU onyxoau. Jlokaszatno, umo oucgocgonamor mocym
apexmusHo Konmpoauposame akmusHocms 6onesnu [ledxcema, max kax onu uneubupyiom @ynkyuio ocmeoxaacmos. [lpu nasnauenuu smux
npenapamos yMeHbulaemcs: UHMeHCUBHOCMb 004U 8 KOCMAX, CHUNICAEMCS YPOGEHb OUOXUMUHECKUX MAPKePO8 KOCHHOU pe30poyuu U Kocmeoopaso-
BAHUSL, NOSIBAACMCS BOIMONCHOCb 3aMe0NUNb UL NOBEPHYMb CNSMb PAHHION 0CMEOAUMUYECKYI0 a3y boae3Hu. B aevenuu 6onesnu Iledncema
NepCneKmueHo npUMeHeHue 301eHOPOH080L Kucaombl (Akaacmol, 5 Me) — HOB020 eemepouUKAUHecK020 amMuHocodeplicaujeeo bucghocgonama, 0o-
Aadaroueco 00cmoeepHo boavuiell dPPHeKmusHOCMbIO NO CPABHEHUIO ¢ UCHOAb308ABUIUMUCS PAHee AHMUPE30POMUBHbIMU CPEOCBAMU.

Karoueswie caosa: 6onesnv [ledncema, oucgocponamot, 301eHOPOHO8AS KUCAOMA.
Koumaxmot: [0aus Jleonudosna Kopcaxosa _julia_06@mail.ru

PAGET’S DISEASE: CURRENT TREATMENT MODALITIES
Yu.L. Korsakova
Russian Medical Academy for Postgraduate Education

Paget’s disease is a chronic local bone disease included into a group of metabolic osteopathies in which rearrangement foci emerge in one or
several bones. The disease is characterized by the appearance of ostealgia, skeletal deformity, or, for example, hearing loss occurring with skull
lesion or hip or knee arthrosis and, less frequently, sarcoma or giant cell tumor. There is evidence that bisphosphonates may control the activ-
ity of Paget’s disease as they inhibit the function of osteoclasts. The use of these drugs reduces the intensity of osteoalgia and the level of bio-
chemical markers for bone resorption and osteogenesis and can decelerate or reverse the early osteolytic phase of the disease. It is promising to
use of zolendronic acid (Aclasta, 5 mg), a new heterocyclic amino-containing bisphosphonate that has a significantly higher efficacy than pre-
viously used antiresorptive agents.

Key words: Paget’s disease, bisphosphonate, zolendronic acid.
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Bonesnp INegxera (nepopmMupyouii ocTuT, 1ehopMUpy-
[o11ast ocreoaucTpodusi, AeOpPMUPYIOIINIA OCTO3) — XpPOHUYE-
cKoe JIOKaJIbHOe 3a00JieBaHMe KOCTel, OTHOCSIIeeCs K TPpyIie
MeTabOoJIMUECKUX OCTEOTIaTUIA. XapaKTepru3yeTcsl IepecTPOKOit
KOCTHOIT TKaHH, B X0JI¢ KOTOPOIi MepBOHAYaIbHO pa3BUBAIOIIA-
sIcsl Pe30pOLIMST CMEHSIETCS] M30BITOUHBIM XaOTUUHBIM M HETOJI-
HOILICHHBIM KocTeoOpa3oBaHueM. O4aru nepecTpoiku oTMeva-
FOTCST B OHOM WJTA HECKOJIBKUX KOCTSIX, MOTYT YBEJTMIUBATHCS U
MPUBOAUTS K iepopMaliiu CKeeTa.

Bnepsreie 3ab6oneBanue ommcan B 1877 1. James Paget
(1814—1899) ABTOp MCMONB30BAT TEPMUH «IeHOPMUPYIOLTUIA
octeut» (osteitis deformans) [1]. OH cooO1Ma 0 5 MalMeHTax ¢
pacrpoCTpaHEHHBIM MTOPaKEHUEM CKesleTa, Y KOTOPhIX HabIto-
JAJIOCh YTOJIIICHUE, pa3MITYeHUe U UCKPUBJIEHNE KOCTE, Ipe-
MMYLIECTBEHHO yepena U JJIMHHbIX Kocteil. B 1882 1. J. Paget
ormcai 23 ciydas 3Toil 601e3HU, TpUYEM HE TOJIBKO KIMHUYE-
CKMeE MPOSIBIICHUS, HO M CEKIITMOHHbBIC TaHHBIE.

ITpu 6one3uu Ileaxera MOTYT MopaxkaTbcsi JTIOObIE OTIAEIbI
cKeJleTa, HO MPEUMMYIIEeCTBEHHO CTpaJaloT KOCTH Ta3a, MO3BO-
HOYHUK, OenpeHHast 1 60JbleOepIioBast KOCTH, a TaKKe Yeper
" TiedeBast KocTb, CunTaeTcs, 4To B MATOJIOTUYECKUI TTPOIIecc
yalle BOBJIEYCHBI HECKOJIBKO KOCTEI, XOTSI peabHOEe COOTHO-
IIEHWEe MOHO- M IIOJUOCCAIbHOM (POPM BBISICHUTH TPYIHO
BCJICAICTBUE 3a4acTyl0 OECCUMMITOMHOTO TeUeHMs 3a00eBaHMS,
0COOEHHO XapaKTepHOTO JIJISI MOHOOCCAJIbHOTO MOpaxkeHUs (KO-
Ila YacToTa CKPhITOro TeueHus nocturaet 90%) [2—35].

Y vactu 60sbHbIX 00s1e3Hb [lekeTa BbISIBISIETCS CydaiiHO,
MpY 0OHAPYKEHUY TTOBBILIEHHOTO YPOBHS IIEJI0YHOM (hochaTasbl
(LLIP) wu mpy peHTIeHOJIOTMYECKUX UCCIIEIOBaHUSIX KOCTEM 10
MOBOAY KaKMUX-JIMOO TATOJOTMYECKUX MPOLIeCCoB. 3abosieBaHue
MOXeT IMPOTeKaTh 0ECCUMITTOMHO, HO Y YaCTH MalleHTOB Ha0JI0-
JaloTcst 00Jb B KOCTSX, AechopMalivsl cKeyeTa, WIK, HalpuMmep,
TIOTepsI CITyXa M3-3a MOPaXeHUsT KOCTeil uepera, Wik apTpo3 Ta30-
OeIPEHHBIX JIMOO KOJIEHHBIX CYCTaBOB, TTEPEIOMBI KOCTE KOHEU-
HOCTei U, pexxe, capkoMa WM TUTAHTOKJIETOYHAsT OIyXOJIb.

PacnipocrpaneHHOCTh 60J1e3HM [leakera 3aBUCUT OT BO3pac-
Ta, MoJja, a Takxke reorpacduyeckoro peruoHa. bonesns Ilemkera
Yalle BCero BCTpeyaeTcsl y MaluyueHToB cTapiie S0 JIeT, XOTs MOXeT
pa3BuBaThCs U 'y Oojiee MOJIObIX Jioneit. OHa pacrpocTpaHeHa B
OCHOBHOM cpenu xuteseid Boctounoit u CeBepHoli EBporbl 1 B
0o0yacTaIX, Kyaa MMMUTPUPOBAIM €BPOIEHIbI (Hampumep, B
CIIA, Actpanuu, Hosoii 3enanauu u FOxHoli Adpuke), 1 pea-
Ko BcTpevaetcs B CKaHauHaBuu, Asuu 1 Adpuke, a Takxke cpeau
acpoamepuKaHiieB. 3a00JieBaeMOCTb HauboJIee BLICOKA B AHITIUU
(4,6%), Ascrpaymn u Hosoit 3emanmun (3—4%), ®panuuu
(2,4%), neckonbko Hike oHa B Mpmanauu (0,7—1,7%), Ucianun
u Tepmanuu (1,3%), cyuiectBeHHO Huxe — B Mramuu, Ipermu
(0,5%) n ocoberto B Hopseruu u LlBeuuu (0,3%). Kpaiite pen-
Ko Oose3nb Ilemkera peructpupyercst B LleHTpanbHoii Adpuke
(0,01—0,02%), 1 moYTH HEM3BECTHA OHA B CTpaHax A3MHU.

DNUIEeMUOJIOTHS 3TOTO 3a00J1eBaHKS B HallIeil cTpaHe U3y-
YeHa MaJio, OTHAKO 110 KpaifHeil Mepe B eBpornelickoit yactu PD
OHa He SIBJISIeTCs peaKocThlo. Heckonbko yaiiie 60J1el0T MyKuu-
HbI [4]. [lOMMHAHTHBIA, PELECCUBHBINA TUIIBI HACIECAOBAHUS U
ceMeiiHble opMbl BeIsBIAOTCS B 1,1—30% ciiydaeB u xapakTe-
pusytorcs 0ojee TsokeabiM TedyeHueM. D.H. Collins otmerui,
YTO YacTOTa Ie(pOPMUPYIOIIETO OCTUTA B IPEKJIOHHOM BO3pacTe
(nocne 80 ner) mocturana 10% [6]. CyiecTByeT MHOTO Ornuca-
HUI OTHOENBHBIX clyyaeB Oosie3Hu [lemkeTra B cpenHeM U gaxe
MOJIOIOM BO3pacTe, HO paHHee Hayajo 3a00JeBaHMSI BCE XKe
CUMTAETCS] HETUMTUYHBIM.

12

DTHojorus 3adojeBaHusi HeuzBecTHa. [Ipeanonaranu, 4ro
3TUOJIOTUUECKUMM (DAKTOPAMU SIBJISIIOTCSI BUPYC KOPH, peCTiupa-
TOPHO-CUHIINTUATBHBIN BUPYC U BUPYC YyMbI cobak. [1o mHe-
HUIO CTOPOHHUKOB BUPYCHOI TEOPUU, OJHUM U3 STHOJOTHYE-
CKUX (paKTOpOB MOXKET OKa3aTbCsl MH(MUIIMPOBAHWE KOCTHOM
TKaHU napamMukcoBupycamu |7, 8]. PacnpocTpaHeHHOCTD Tapa-
MMKCOBUPYCOB JOBOJILHO IIMPOKA, OHU MOTYT JUTUTEJIbHO Tep-
CHUCTMPOBATh B TKAHSIX Y KIIMHUYECKU 3M0POBbIX JTtoneit. Harpu-
Mep, MeTOIOM ToJmMepasHoi 1errHoil peakuuu PHK Bupyca
KOPH YIaJI0Ch OOHAPYKUTh B pa3IMIHbBIX OpraHaxX MOYTH B TI0JIO-
BUHE ciyyaeB ayrtorcuii [9]. OmHako ocTaercs HeIoKa3aHHbIM
HaJlM4ue TPaHCKPUITOB MapaMUKCOBUPYCOB B KOCTHOI TKaHU
npu 6osie3Hu Ilemkera. B monab3y BUpycHoii Teopuu B GoJbliei
CTEeTIeHU CBUJIETEJLCTBYIOT KOCBEHHbBIE JaHHBbIe. MHTepecHo,
YTO TPAHCIYKIINS TPEAIIECTBEHHUKOB OCTEOKIIACTOB JKUBOTHBIX
BUPYCHBIMU BEKTOpaMHU, COACPKAIIMMU TeHETUUECKUI MaTepy-
aJl TapaMUKCOBHMPYCOB, YBeJIMYMBajIa IKCIPECCHIO Oeika p62
(cexBectocoMbl 1), SQSTM1/P62, Bbi3biBajia 0Opa3oBaHUE OC-
TEOKJIACTOMOAOOHBIX KJIETOK C BbIPAXKEHHBIMU M3MEHEHUSIMU,
AQHAJIOTUIHBIMK TAaKOBBIM B OCTEOKJIACTAaX y MAIMEHTOB ¢ 60JIe3-
Hbio [lemkera, 1 cxoxeit MOpMOIOTMIECKOM U TUCTOMOP(HOMET-
pUYECKOW KAPTUHOW in Vvitro v in vivo. [10NBITKYU BBISIBUTH MPU-
3HAaKW BUPYCHOUN MHMEKIMN y OOIbHBIX A1e(DOPMUPYIOLIUM OC-
TUTOM YAaBaJIMCh HE BCEraa, a BUPYCHbIC BKJIIOUEHMSI, HATIOMU -
Halolre oOHapyXeHHbIe Ipu 6ose3Hu [lemxkera, HabMOIAIOTCS
B KJIETKaX KOCTHOW TKaHW TMPU TUTAHTOKJIETOYHOM OITyXOJIH,
MMKHOIM30CTO3¢, OCTEOIETPO3€e U ITEPBUIHOM OKcano3de. Hamm-
Yyyie BUPYCOTOIOOHBIX BKITIOUEHUI MOXKET IMPOCTO OTpaxkaTh TOT
(akT, 4yTO KOCTH, TIOpakeHHas1 6oJe3HbI0 [lemkera, BeposITHO,
0oJiee BOCIPUMMYMBA K MH(GUIIMPOBAHUIO TAKUMHU BUPYCaMMU.

Oco60ro BHUMaHMS 3aC/Iy>KUBAeT U3ydyeHUE TeHeTUYECKOM
TPEeIPACITONOKEHHOCT K Pa3BUTHIO TaHHOTO 3abosneBaHust. C
ITOMOIIBIO U30TOITHOTO CKAHUPOBAHUS CKeJleTa TT0Ka3aHO, YTO
0ECCUMITOMHBIC U3MEHEHMSI XOTS OBl Y OMHOTO U3 POACTBEHHM -
KOB MEePBOIi CTETIEHU POJCTBA BBISBISIIOTCS OY€Hb YaCTO — MPU-
MepHO B 40% ciyyaeB. CeMeilHO-TeHETUYECKME MCCIIeTOBaHMUS
MO3BOJIMJIA YCTAHOBUTb, YTO PUCK BO3HMKHOBEHMSI 0OJI€3HU
IMemxeTa y poaCTBEHHUKOB IEPBOI CTETICHN POJICTBA YBEIMUEH B
7 pa3. bbina BeIsiBIIeHA CBS3b C OMHUM M3 JIOKYCOoB (q21—22) 18-it
XpOMOCOMBI TIpH IepopMUpyOIIeM OCTUTe. BrickazaHo mpen-
MOJIOKEHUE O TOM, 4TO 6osie3Hb [lemkeTa MOXET BO3HMKATH B
cllyyae pa3HbIX MyTallMii OJHOrO reHa WM CEeMENCTBa T'€HOB.
OtcyTcTBUE 00513aTe/IbHOM accoluanuu ¢ JiokycoMm 18q21—22
yKa3bIBaeT, OIHAKO, YTO TeHeTWIecKast MPeapaciioioKeHHOCTh
K 60se3nHM [lemkeTa, cKopee BCEro, reTeporeHHa U, BO3MOXKHO,
CYILIECTBYET KaK MUHUMYM €Ille OIUH JIOKYC MPeApacIooXeH-
HOCTHU, KOTOPHIi TTPEICTOUT OTKPHITH [10].

IIpu 6one3nu INemxkera HaGMOAaETCS HAPYLLIEHUE PEMOJE-
JIMPOBAaHMsI KOCTHOU TKaHW. OCTEOKJIaCTaMM OCYIIECTBIISIETCS
YCUJIEHHAs! pe30pOIusl KOCTU, YTO BeIeT K KOMIIEHCAaTOPHOMY
YBEJIMYCHUIO 00pa30BaHMs HOBOM KOCTHOM TKaHU. BHOBB 00pa-
30BaHHBIC KOCTHBIE CTPYKTYPHI XaOTUIHBI, (POPMUPYETCS TPyOO-
BOJIOKHUMCTasi, M30BITOYHO BaCKYJIIPU3UPOBaHHASI KOCTHasI
TKaHb, KOTOpasi 3aKOHOMEPHO 00OpasyeTcsi B dMOPUOHAIbHOM
Teprozie, a B 3peJIoM Bo3pacTe HabJIIoIaeTCsl TOIbKO B MeCTax 3a-
SKUBJICHWSI TIEPEJIOMOB U TIpU TUTIepTiapaTrpeo3e. MHOTOKpPaTHO
TTOBTOPSIIOIINECS TIPOLECCH PEe30pOLNM W HOBOOOPA30BaHMS
TPUBOAAT K JI€30praHU3allMi apXUTEKTOHUKA KOCTHOI TKaHU.
CTpyKTypa KOCTH B o4arax mopaxkeHusi mpu 6ose3nu [lemkera
HarlOMMHAET MO3auKy C XaOTMYHO PACIOJOXKEHHBIMU 30HAMU
aHOMaJIbHOW, BHOBb OOpa30BaHHOI BOJIOKHUCTOM KOCTHOM TKa-
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HM, OYaraMu IJIaCTUHYaTON KOCTHU U y4Ja-
CTKaMu pe3opOLuu. Mo3anyHoCTh CTpy-
KTYpbl HEPEIKO HAOIIOAAETCsl Ha 3HAYU-
TEJILHOM TIPOTSKEHUU TTOPaKeHHOM Koc-
™™ [2]. B mocnenHue rombl BhHISIBICHA
KJII0YEBasi poJib B OCTEOKJIACTOreHe3e U
(byHKUMOHMPOBAHUU OCTEOKIIACTOB CUC-
TEMbl PELENTOP—AaKTUBATOP SIIEPHOTO
(hakropa kanna-B (RANK), ero siuranaa
(RANKL), octeonporepuna (OPG).
IIpennonaraeTcsi, 4To HapyIIEHUE COOT-
HomeHusi RANK/RANKL/OPG nipu
6one3Hu [lemxera MOXET ObITh BEAYILIUM
naroreHeTuyeckum 3seHoM [11, 12]. bei-
JIO yCTAHOBJIEHO, UTO cofepxkaHnne RANK
1 OPG B KpoBM OOJIBHBIX ITOBBIIIEHO, a
cootHomeHne RANK/OPG yBennuusa-
€TCsl COOTBETCTBEHHO aKTUBHOCTH U pac-
MPOCTPAHEHHOCTH 3a00JIEBaHUSI U OTpa-
JKaeT aKTUBU3ALIMIO MpoLiecca pe3opoLmu
KOCTHOM TkaHu [13].

ITpu Gonesnu Ilemxera B OJIOBUHE
CJlyyaeB OIpenessieTcsi MOHOOCCaTbHasI
dopma 3aboneBanus [5]. I3ameHeHust oT-
MEYaIOTCs B HECKOJIbKUX KOCTSIX (0OBIYHO
HECUMMETPUYHO) WJIX BO MHOTUX OTAEaX
ckesnera. [1penMyIleCTBEHHBIMU JIOKQJIM3AIMIMU  «TIe/KETOB-
CKHMX 0YaroB» SIBIISIOTCSI TIO3BOHOYHWK, 4epen (MOYTH BCeraa
MO3TOBOIi OTIEN), Ta3 ¥ [UIMHHBIE TPYOUYaThie KOCTH KOHEUHOCTEH
(uare 6eapeHHast, bosbliasi 6epioBasi U TuieueBasi). Pexe MoxkHO
0OHApYXUTh W3MEHEHUsI KOCTEe BEPXHMX KOHEUHOCTEM, KIIO-
Yull, JIONATOK, pedep, TULIEBOro OTAe/a yepena, KUCTel U CToI, a
MHOT/A 1aXKe CecCaMOBUIHbIX KOCcTOUeK. B npenenax oqHoi koctr
MOXeT OBITh HECKOJIKO 30H TMopaxeHwusl. TumuieH ux MemieH-
HBII pocT (He OoJiee HECKOIbKUX MUJUTUMETPOB B TOM), HO BCTPe-
YaloTCs U ciiyyau 6oJiee MHTEHCUBHOTO MPOTrPECCUPOBAHMSI.

C BO3pacToM MOXKeT HabJI0AaThCs TOTAITHOE pacipocTpa-
HEeHUe IMaTOJIONMYECKOro Mpolecca Ha pa3iuyHble CErMEHThI
ckenera [14]. IIpu nopaxkeHUM MO3BOHOYHMKA Yallle BCEro B
TIPOIIeCC BOBJIEKAIOTCSI TIOSICHUYHBIN 1 KPECTIIOBBIN OTHEITBI CKe-
neta [15]. M3-3a KoMmpeccun Mo3BOHKOB MOXET (DOPMUPOBATh-
cs1 Kudo3, XOTs yallle BbISIBISIIOTCS YBEIMUEHHbIE YIIJIOTHEHHbIE
no3BoHkU. Kudockonnornueckas nedopmaiiysi mO3BOHOYHUKA
(opmupyeTcs B Citydasix MHOXKECTBEHHOM JIOKaIM3aluu 3a00J1e-
BaHUS B PSIIOM PACMOJIOXEHHBIX MMO3BOHKAX. bojib MoxeT BO3-
HUKAaTh M3-3a JEeTeHepaTHUBHBIX IPOIIECCOB B CyCTaBaX IMO3BO-
HOYHUMKA U peke U3-3a CAaBIeHUsI KOPEelIKa HepBa WiIn CIIMHHO-
ro Mo3ra. [TopaxxeHne HeCKOIbKIX CMEXHbBIX TO3BOHKOB IPUBO-
JIUT K HEBO3MOXHOCTHU JBMXEHUII B JAHHOM CErMEHTE I103BO-
HOYHOro ctosiba. PaspactaHue KOCTHOI TKaHU B 00JIaCTH T1yKEK
MO3BOHKOB MOXET BBI3BaThb CHABJIEHUE CIIMHHOMO3TOBBIX KO-
PEIIKOB, CyXeHHe KaHajla MT03BOHOYHON apTepuu. [1pu yBemm-
YeHUU Pa3MepoB Tesia MO3BOHKA BBITISTYMBAHUE €T0 B CIIMHHO-
MO3TOBOI KaHaJl MOXeT MPUBOAUTH K MUEJIONATUH, a TIPU Mopa-
JKEHUU KPECTLIAa Pa3BUBAETCsI CUHAPOM KOHCKOTO XBOCTA.

ITpu BoBJIEUEHMU B MpoOLieCC KOCTei uepena Haubosee ya-
CTBIMU OCJIOXKHEHUSIMU SIBJISTIOTCS] CHYDKEHUE ciyxa [16] u mym
B ymax [17]. CumritoM rugponedalInn BEISIBISCTCS PEAKO, Ha-
JKe TIpY 3HAYUTEJbHOM YBeIMUeHUM KocTeil yeperna. Habmona-
IOTCS paclivpeHre U HabyxaHue BeH B 00JIaCTU CBOJA U aHTHO-
HMIHBIE MTOJIOCKU Ha ceTyaTke (CIeICTBUE MECTHOI MHTeHCUbU-

Puc. 1. Tunepocmos, uckpusnrenue mpyo-
uamoii Kocmu, CmMpyKmypHas nepe-
cmpolika (cmpeika)
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KalM{ KOCTHOTrO KpoBoToka). [Ipu Bo-
BJICUEHWY B TTPOIIECC BEPXHEU 1 HIKHEH
YeiocTel  OTMeuarTCsl HapylleHUe
MpUKyca 1 moteps 3yoos [18].

JHedopmarim KocTeli BO MHOTHX CITy-
yasiX TUMUYHBI. [lopaxXeHHbIN CerMeHT
KOHeyHocTH yrtommaercs (puc. 1). as
JUTMHHBIX KOCTe HIDKHMX KOHEYHOCTEH
XapakTepHa cabJieBUIHO-BapycHast Jie-
dopmarusi. MecTHast TUTIEpTEpMUST BBISIB-
JISIeTCSl HAll TIOBEPXHOCTHO DPACTIONOXKEH-
HBIMM OTZAEJaMH CKeJleTa B Ciydae ropa-
>KeHMsI OONbLIEOEPLIOBBIX KOCTEN, KOCTei
TIPEAIIIeYbsT. DTOT CUMITTOM BBIPAXKEH TTPU
AKTUBHOM TEUeHUM 3a00JIeBaHMSI, COTIPO-
BOXXITAIOIIIEMCST THTEHCUBHOM BAaCKyJISIpU-
3aLMel TTOPAXKEHHON KOCTHOW TKaHM.

Y MHOIMX MauueHToB Mpu 00CIen0-
BaHUU BBISIBJISIETCS] OTPAHUYEHUE JIBUXKE-
HUIA B CycTaBaX, CMEXHBIX C MOPaXKEHHOM
KocTbio. [IpuumHamMu 3TOTO CIyKaT wucC-
KPUBJIEHUSI OCU TIOCJIEMHUX (HATpUMep,
MPOKCUMAJTBHOTO OTAeNa OeIpeHHOI Koc-
TU MO TUITY «TIaCTYIIbeN MaaKu»), aedop-
MalK MeTasn1br3apHbIX OTAEIOB, TSIKe-
JTbIe 1e(hOPMUPYIOIIIVE apTPO3bI; TIOBBIIIA-
€TCsT YacToTa TepesIOMOB JUTMHHBIX KocTeil. [1pu passutuu 6omes-
Hu [lemkera B KOCTSIX Ta3a BCTPEYALTCST CEPhe3HOE OCIOKHEHVE —
KOKCapTpo3, a TIOpoil — MepesioM 1eiiku 6enpeHHoit koctu [19].
[TpumepHo B 1/3 cityyaeB nepesoMoB OeaIpeHHON KOCTHM OTMeva-
10TCsI IOIBEPTEIbHBIE WU LLIEEUHbIE MePeToMbl. TUITMYHBIM Tepe-
JIOMaM MOTYT MPeIIIeCTBOBATh TAaK Ha3bIBAEMbIE IIIEJIEBbIE, HETIOJ -
HEIe TTepeJIOMBI. B GONBIIMHCTBE cTydaeB MpoIiecc CpaieHus Tipo-
HCXOMUT 0€3 OTKIIOHEHU! OT HOPMBI, B OOBIYHBIE CPOKMU.

[Tpu 6one3nu [lemxera BO3MOXKHO pa3BUTHE CapKoOM (TIpe-
MMYILECTBEHHO OCTEO0CapKOM, HO TakkKe (puOpocapKoM 1 XOH/I -
pocapkoMm) [20]. Capkombl BO3HHUKAIOT MeHee 4eM Yy 1% 60b-
HBIX, Pa3BUBAsICh B CTapbIX «IT€IKETOBCKUX OYarax», pacroio-
JKEHHBIX B KOCTSIX Ta3a, OeNpeHHON 1 TuteueBoit Koctu [21]. Tu-
TaHTOKJIETOYHBIE OITYXOJIM BCTPEUAIOTCS pexke, YeM capKoMa, 1
00BIYHO 00Jie3HEHHBI [22]. B ouaru mopaxeHus mpu 00Jie3HU
[TemxeTa, B KOTOPBIX UMEET MECTO YCUJIEHHBII KPOBOTOK, MOTYT
MeTacTa3upoBaTh KapIIMHOMBI.

Boinenstor tpu craguu 6osne3nu Ilemxera: 1) HavyaibHag,
WJTV CTAIUS pa3peskeHus; 2) TPOMEKYTOUHasT, WIIV CTaIysl YIUIOT-
HeHUs; 3) cTaaust CTAOWIN3AlNY, WIU TPYOOTPabeKyIsSIpHOI Te-
pecTpoiiku. B HayanbHOl cTamumn 60e3Hb [lemkera MoxeT Tpo-
TeKaTh OECCUMITTOMHO, 3Ta CTAIUsI XapaKTePU3yeTCsl MOBBILIEHU-
€M YPOBHS 11eJIouHOl hocaTasbl. beccMMNTOMHBINM BapuaHT
BBISIBJISIETCSl OOBIYHO CITy4aifHO, TIpW aHa3e PEHTIeHOBCKUX
CHIMKOB, CIIeJITAaHHBIX IT0 IPYTOMY TTOBOJLY, WJIA B TIPOIIeCCe TTOVC-
Ka 00BSICHEHUH TTOBBIIIIEHHOTO YPOBHSI IIEIOUHOM (hocdaTazbl.

B mpomexxyTouHOil cTanuu MOSIBISIIOTCS BUAMMBIE Ha Tia3
nedopMallii KOCTeil, HapyleHue (GyHKLIMU cycTaBoB. PeHTre-
HOJIOTMYECKN Hapsily ¢ HEKOTOPBIM pa3pekeHUeM KOCTHBIX
CTPYKTYD BBISIBJISIIOTCSI O9aru YIUTOTHEHUST.

[pu TpeTheii cTaquy UMEIOTCS CTOMKME KamTo0bl 1 MHOXe-
CcTBeHHBbIe neopmarum Kocteid. BolTbHBIX 6ECTIOKOUT TTOCTOSTH-
Hast 60JTb B KOCTSIX U KPYITHBIX CyCTaBax, pa3BUBaIOTCs Aedop-
MallUM CKeJieTa: BhIPaXXEHHbI K03 ¢ YKOPOUEHUEM TYJIOBHU-
ma 1 O-o06pa3Hoe UCKPUBIIEHNE HIDKHUX KOHETHOCTEM, TIPUBO-
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Puc. 2. Ymoawenue ceoda uepena, ouaeu dezopeanuzayuu
KOCMHOI MKaHU

Js1me K «00e3bsIHbei» MOXONKE, a TaAKXKEe YBEIUUYEHUE pa3Me-
pPOB Yeperna, 4To y MOXUJIOTO TAalMeHTa MO3BOJIIeT ¢ TIEPBOTO
B3IJIsA1a 3aM0J03pUTh 00J1e3Hb [1emKera.

B KoHeuHO#l cTanuy Beaylleil CTAaHOBUTCSI KApTHHA BbIpa-
JKEHHOU Tpy0oTpadeKyJISIpHOM MepPecTpOilkKy, coueTaloleiics ¢
XJIOMbEBUIHBIMM YYaCTKaMU CKJIEpO3a U KUCTOBUIHBIMU pa3pe-
KeHUussMU. CKOIUIEHUS TPYyObIX KOCTHBIX 0aJIOK OPUEHTUPYIOTCS
KakK 10 XOAY CWJIOBBIX JIMHUI, TaK U XaOTUIHO, 00pa3yst y 4acTh
MaIMEeHTOB CeTYaThiii pucyHOK. Jledhopmaunu nuadu3apHbIX 1
MeTasnu(u3apHBIX OTACIOB IIUHHBIX KOCTEM TOCTUTAIOT MaK-
CUMaJIbHOM BbIpaXKeHHOCTU. B MecTax MpuKperaeHus: Cyxoxu-
JIUI U CBSI30K BBISIBJISIIOTCS TeTepOTONMMYecKre 0cCubUKaThI.

PentreHonornyeckue nposiBieHusi 3a001eBaHus B OObILIMH-
CTBE CJTy4aeB XapaKTEePHBI M OTPaKAIOT CTAAMIHOCTD TaTOJIOTHYe-
ckoro npotecca. [TopaxkeHne JIMHHBIX KOCTE 0OBIYHO BO3ZHMKA-
eT B MeTaauadu3se B BUAE OAHOIO UM HECKOJIBKUX 04aroB pe3opo-
LM, UICTOHYAIOIIMX KOPTUKAJIbHBIN CJIOM CO CTOPOHBI 3HIIOCTA.
IpaHuia MexIy HEemopakeHHOW U M3MEHEHHOW KOCTbIO PE3KO
oyepyeHa U HOCUT HazBaHUe «V-00pa3HOro (hpoHTa pe30pOLIUU».

HauasibHas cTanusi B mopaxkeHHOM ryouaToit KOCTHOM TKaHU
TeJI TO3BOHKOB, KOCTEH Ta3za Ha peHTIeHOTpaMMax He TTPOSIBIISICT-
cs. [TpomexxyTouHasi cTaaust XxapaKTepu3yeTcsl rpyooTpadeKysIsip-
HOI1 MepecTpoiKoi KOCTHOI cTpyKTyphl. [TopaskeHHbIe TTO3BOH-
KU YIUJIOLIAKOTCS, OMHOBPEMEHHO YBEJIMYMBASICh B MOMEPEUHUKE,
criaxuBaercs ux Tanust. Hanbonee paspexxeHa U KUCTOBUAHO U3-
MEHEeHa CTPYKTypa BHYTPEHHUX OTAEJIOB UX TeJI, TOrIa KaK YILJIOT-
HEHUE 3aTparuBacT neprudepudecKre OTIeIbl, YTO BEAET K pa3Bu-
THUIO CUMIITOMA «paMbl». B 3aKTI0UMTENbHOM CTaauM HapacTaloT
nedopmalnu, MaToJoruyeckrue MU3MEHEHUsT KOCTHOM CTPYKTYPBI.
Tereporonuueckue occudUKaThl MTOCTENIEHHO CTAHOBSATCS TUIOT-
HBIMU 1 MacCUBHbIMU. [1pu nopaxxeHn pacnooXKEeHHbIX PSIOM
MO3BOHKOB OCCU(DUILIMPOBAHHAsI TTEPEIHSIS IIPOIOJIbHAS CBSI3KA 1
MacCHBHBIE OCTEO(UTHI IO GOKOBOI IMMOBEPXHOCTU TEJ TTO3BOH-
KOB TPEBPaIlalOT UX B €NUHbIM KOHIJIOMEPAT. YTOJIIIEHUE U Jie-
dopMalMs 1y)KeK U OTPOCTKOB MO3BOHKOB, YBEJIMYEHUE Mepel-
HE3aJHUX Pa3MEPOB WX TeJI BO MHOTUX CIy4yasix BEMYT K CY>KEHUIO
u aedopMalvsiM CIMHHOMO3roBOro KaHaina [23].
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ITopaxxeHnne KocTeii cBona yepena HaunMHaeTcst ¢ HopMu-
pOBaHUSI 30HBl U30JMPOBAHHOTO OCTEOJIM3a NMAMETPOM He-
CKOJIbKO CAHTUMETPOB, C YeTKUMU (PECTOHUATHIMU KOHTYpa-
Mu (osteolysis circumscripta). 30Ha O0CTe0JIM3a PACIIPOCTPaHSI-
€TCsl BIIMPb, 3aHMMasi 3HAYUTEIbHbIE YYACTKU CBOJNA Yeperna,
B €e LeHTpe (hOPMUPYIOTCS OECCTPYKTYPHbBIE YYACTKM YILIOT-
HeHHoll Koctu. CBoJ yepena YTOJIIAETCSI, €ro MOBEPXHOCTh
CTaHOBUTCSI OYTpUCTOM, pa3Mepsl yBeanuuBatotces (puc. 2). B
cTaguu CTaOUIU3aIUU OCTEOCKJIePOTUYECKNE W3MEHEHUS
MpeodIanatoT U UMEIOT BeChMa XapaKTEePHBIN «BaTHBIN» PUCY-
HOK. CBopx ytoumeH no 1,5—2 cMm, peako 6ombire. Typerkoe
CelJo, TIepeHsIsl YepernHO-MO3roBasl sSIMKa YIJIOIIEeHbl, TOraa
KakK 3a7HsIs1 MOXET MPOBUCATh.

[py panMOHYKJIMITHOM UCCIIEIOBAHMHU C TIperapaTaMu TeX-
Helus 00HapyKUBAIOTCSI OYarv rurep@uKca. DTOT METON
HauboJee YyBCTBUTEIEH, HO HecTrienpuueH |[3].

ITpu nedopmupyroliemM ocTUTe B 3aBUCUMOCTHU OT CTele-
HU aKTUBHOCTU M PaclpoOCTPaHEHHOCTH Mpoliecca MoBbIlIa-
IOTCSI CyTOYHAsl 9KCKPELMsl OKCUIIPOJIUMHA C MOYOM M aKTHUB-
HocTh LII®D B KpoBU, OTpaxaloliue, COOTBETCTBEHHO, MHTECH -
CUBHOCTb Pe30pOLMU U 00pa30BaHUsl KOCTHOI TKaHU. Y ma-
LMEeHTOB ¢ Haubosee BoicokuMU BennunHamu LD (onu Mo-
T'YT TIpEeBBINIATh HOpMaJIbHBIN YpoBeHb B 5—10 pa3), Kak mpa-
BUJIO, OTMeYaeTcsl mojanoccanbHas (popma 3a601eBaHUsI C MO-
paxeHueM yepena. PeryisipHoe HaboaeHE 32 STUMU Mapa-
MeTpaMM TMO3BOJISIET OLIEHUBATh TeUeHUe 3a00IeBaHUS U 3(d-
(hexTBHOCTB Tepanuu [2].

CepredHo-cocyaucTbie 3a00IeBaHNST TPATUIIMOHHO UMEIOT
MECTO y JIIOAeH CTapIiiero BO3pacTa, CTPAAalolInuX OOJE3HBbIO
ITemxera. YBeanueHue cepAeYHOro BHIOpOca KOppeaupyeT ¢
YBEJMUYEHUEM YMCJIa BOBJIEYEHHBIX B MATOJIOTMYECKUI MpoLiecc
KOCT€i1, YTO, BO3MOXHO, 00YCJIOBJIEHO YCUJIEHUEM KPOBOCHA0-
JKeHUsI B ovarax ropaxkenus [24]. Hecmotpst Ha 3T0, 3acToifHast
cepleyHast HeIOCTaTOYHOCTh BCTpeuaeTcs HewacTo. Kambumdu-
Kalusl a0pThl, MOAB3AOUIHBIX, OEAPEHHBIX, SITOANYHBIX U Ta30-
BBIX apTepHil HAOIIOAAETCS ¢ TAKOM XKe YaCTOTOM, KaK U B COIO-
CTaBUMMOM MO BO3pacTy IpyIirie KOHTpoJs [25], mpuurHa 3TOro
TOKa Heu3BecTHa. MIMeloTcsl COOOIIeHNST 0 HAIMYUU TIPU Jie-
bopmupyolieM ocTUTe KaiblUbUKAIIMK a0pThI [26] U MeXKe-
JIyIOYKOBOI1 Tieperopoaku [27].

IIpu Gonesnu Ilemkera BBISIBISIIOTCS pa3iWyHbIe MeTa-
Oosnnueckue HapyleHus. Hampumep, runepkaibuuemMus Ha-
OyronaeTcsl MpU MOJMOCCATbHOM IMOPaXXEeHUU, YTO MOXKET
OBbITH O0YCJIOBJIIEHO UMMoOOMIM3auueit 6osbHoro [28]. IMoc-
TEJbHBIN PEXUM MTPUBOAUT K TTOBBIIIIEHUIO Pe30POIINK KOCT-
HOW TKaHW W HapylIaeT CTPYKTypy Kocreii. [umepxanbiue-
MUSI BCTpeuaeTcsl y mauueHToB ¢ 6onesnsnio [lemxera, y ko-
TOPBIX OB BBISIBJIEH TMEPBUYHBIN TUIEpNapaTUPEOUAU3M
[29]. OagHUM U3 CUMOTOMOB N1eDOPMUPYIOIIETO OCTUTA TaK-
Xe SIBJISIeTCST TUTIEPKAIbIMYPUsl, OJHAKO MOUYeKaMeHHast 60-
JIe3Hb BbigBIseTcs penko [30]. [unepypukemus: BcTpedaeTcs
qaiie y My>XUuH, MOXeT ObITh 00yCJIOBIIeHA YCUTIEHUEM Me-
TabonM3Ma HYKJIeapHbIX KHMCJIOT B 30Hax mopaxeHus [19].
MozxeT pa3BuBaThCs Mojarpa, YTo MOATBEPXKIAETCS TaHHbI-
MU JIUTEPATYPHI.

IlaTosiornueckoe ycuieHue peMOJETUPOBAHUS KOCTHOU
TKaHU XapaKTepU3yeTcsl 3HAUYUTEIbHBIM YBETMUECHUEM TaKUX
OMOXMMMYECKUX IoKa3aTeseil, KaKk aKTUBHOCTb obOuiein LMD
CBIBOPOTKU KPOBU U €€ KOCTHOTO U30(hepMeHTa, SKCKPEeLs Jie-
30KCUMUPUANHOIMHA U MUPUANHOIMHA, CYTOYHAs 9KCKPELIMS
4-rUapPOKCUTIPOIMHA C MOYOH.
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VYV gactu (mpumMepHo 10%) GOIBHBIX, IPEUMYIIIECTBEHHO C
MOHOOCCAaJIbHOM (opMoOii 3a60j1eBaHUsI, aKTUBHOCTh 111D He
MpeBBINIAET BEpXHEil TpaHUIIbl HOpMBI. [1py MHOXECTBEHHOM
MOpaXXeHWH CKeJIeTa U BRICOKOM aKTMBHOCTH MTaTOJIOTMYECKO-
ro mpoliecca 3TOT MoKa3aTelb YBeJIM4eH B 2—5 pa3 u Oouee.
YpPOBHU 3KCKpELMU AE30KCUMUPUIMHOIMHA U 4-TUAPOKCH-
MpoJInHA y OOJBIIMHCTBA MAaLMEHTOB (>95%) TOBBILIEHBI B
2—5 pas, a uHoraa u 6oJee.

VY yacTy ManreHTOB OTMEUaloTCsl HapyIIeH!sT KaJIbIIMeBOTO
ToMeocTasa, CBsI3aHHbBIC C PE3KO aKTUBU3AIMEH PEMOICINPO-
BaHUSI KOCTHOI TKaHU, — KaK TMITOKAJbLIMEMUS] U U3MEHEHUS
CYTOUHOI B3KCKpeLMU KajdbliMsl, TaK WM TPaH3UTOPHAsl TUIEp-
Kanblyemus [4].

Bonesns INemkera npuxonutcst nuddepeHIIMPOBATh C psi-
JIOM JIPYTUX TIATOJIOTMUYECKUX COCTOSTHUIA: TIEPBUYHBIMUA U BTO-
PUYHBIMHU 3I0KAYeCTBEHHBIMM OITYXOJIIMU, MUEJIOMHOM 00J1e3-
HbIO, TEMaHTMOMOW TeJla TO3BOHKA, I'eHEpaJIu30BaHHBIM
TUIepoCcTO30M (00J1e3Hb DHrebMaHHa) 1 ap. [1pu nmpoBeneHun
nuddepeHLMaabHON auarHocTuku 0ose3Hu Ilemkera ciemyer
YUUTHIBATh CTAJAMIHOCTD, TMPUCYIIYI0O KaK ITaTOJIOTHIECKOMY
TpoIieccy B 1EJIOM, TaK W KaXJIOMY M3 04aroB, YacTO TOJUOC-
CaJIbHBIN XapaKTep IMOPaXeHUS, a TaKXKe MPOBOAUTH alcKBaT-
HBII 00BEM OOC/IeTOBaHMS C TIPUMEHEHUEM COBPEMEHHBIX JTy-
YeBBbIX M OMOXUMUYECKUX METOIOB.

Co BpemeHu onucanust 3aboneBanus /1. IMemxkerom B 1877 1.
10 TIPUMEHEHUST KaIbLINTOHWHA, TTepBOTo 3((MEKTUBHOTO aHTH-
pe30pOTUBHOTO TIperapara, JedeHre 3TOro 3abojieBaHus ObLIO
BechbMa pa3HOOOpa3HbIM, HO HeadekTuBHBIM [31]. [Ipemapartsr,
colepKalliue MBIIIbIK, KapOOHAT MarHusl, aleTaT aJlOMUHMS,
aHaboIMyecKue CTepouabl, poieBast KUCaoTa, (DeHUI0yTa30H,
alETWICATTULIMIOBAST KUCJIOTa, TIIOKOKOPTUKOU/IbI, aAPEHOKOP-
TUKOTPOIHBIN TOPMOH, imoopun Hatpus, (ocdar HaTpus u
TJIIOKaroH — BCE 3TW MeIUKAMEHThl Ha3HAYAINCh HEOOJBIIIOMY
YUCITy OOJBHBIX 0€3 3aMETHOTO YITYJIIICHHUST X COCTOSTHMS. Brioc-
JIEJICTBUM TIOSIBUIIMCH 3()(MEKTUBHBIE METOMBI JICUEHMSI, CIIOCO0-
CTBYIOIIME CHUKEHUIO aKTUBHOCTHU 0OJIE3HU: BHYTPUBEHHOE BBE-
JIeHrue MUTpaMuLMHa [32] 1 MoaKoKHOe BBEICHUE HUTpaTa raji-
qms [33]. OnHako moTeHUUadbHasl TOKCUYHOCTh 3TUX Mpernapa-
TOB OTPaHUYMBAJIA UX IIUPOKOE UCTIONIb30BaHUE.

Jleuenue 6osesnu I[lemxkera caeayeT MpOBOAUTH TIPU Ha-
JIMYUU CIEAYIOIINX MOoKa3aHWi [2]|: MHTeHCHBHBIC OOJIEBbIE
ouryiieHus (00ycloBJlIeHHbIE caMUM 3a00JieBaHMEM, a HE €ro
OCJIOXKHEHUSIMU), TIOJU-, MOHO- U OJUToOccaibHble (OPMbI
00JIe3HU B Cllydae IIPOTHOCTUIESCKU HEeOJarompusiTHON JIOKa-
JIM3alUU TIATOJOTUYECKOTO Tpolecca (BOIM3U KPYMHbIX CyC-
TaBOB, B KOCTSIX HMKHUX KOHCUHOCTE, B TeJlaX TTO3BOHKOB,
npu OOIIMPHOM ITOpakeHWM Yeperia ¢ BOBJIIEYEHHUEM BUCOY-
HOM KOCTHM WJIM OCHOBaHUsI) U MPU HAJIMYMU MPU3HAKOB aK-
TUBHOCTHU 3abosieBaHMs (moBbIIeHHe ypoBHs LII® B KpoBu
W/WJIA OKCUTIPOJIMHA B CYyTOYHOM MOYe), HEOOXOIMMOCTD Mpe-
IYyTpPEeXIeHUs TepeJIOMOB, TPOBEICHUE OPTOMEANIECKUX
orepainuii (C 1eIblo MOJABICHUS TTOBBIIIICHHOTO KPOBOCHA0-
JKEHUSI COOTBETCTBYIONIEH 00JaCTH KOCTU M YCTPAaHEHUS BbI-
COKOTI'0 pHCKa IMOoceonepalioHHON KPOBOIIOTEPH ).

ITepBbIM 2D (PEKTUBHBIM TTpernapaToM JUisl JedeHus: 0oJie3-
Hu [lemxera ssBUICS KaJbLIUTOHUH Jococs [34] (cM. Tabnuity).
Ero HazHaueHuMe criocoOCTBYeT OBICTPOMY YIYUIIEHUIO TTOKa3a-
TeJaeil pe3opOLMU KOCTHOI TKaHU, YMEHBIIIEHUIO MHTCHCUBHO-
cTH 00JIEBOTO CUMIITOMA M 0COOEHHO 3(P(HEKTUBHO MPU OCTEO-
JIMTUYECKHUX TIpolieccax B KocTU. HexkenarenbHble SIBACHUS B
BUJI€ TOKPACHEHUSI JIM1Ia, TOIHOTHI, HEDpoauTra3a uiu ajiep-

15

TMYECKMX peaklMil BCTpeyaloTcsl TOBOJIbHO PEeIKO, Oojee yeM y
50% OGOBHBIX BBISIBISIIOTCSl aHTUTEIa K WHOPOIHOMY OeJKy
[35]. AnuTenbHOE TpUMEHEHUE TIPEerapaToB KaJIbIIUTOHWHA OT-
paHUYEHO, He MOCTUTAETCS TTOJTHAs PEMUCCHSI, OHM He HaKall-
JINBAIOTCS B KOCTHOI TKaHU 1 Ha (DOHE Teparmuy BO3MOXKHO pa3-
BUTHE BTOPUYHOI PE3UCTEHTHOCTH.

JlokazaHo, uto oucpochoHaTel MOTYT 3(PHEKTUBHO KOH-
TPOJIMPOBATh aKTUBHOCTH Gosie3Hu [lemxera, Tak Kak OHU
UHTUOUPYIOT QYHKIINIO OCcTeoKnacToB. [Ipn nx HazHaYeHUUN
YMEHBIIIAeTCI WHTEHCUBHOCTb OOJMM B KOCTSIX, CHMXKACTCS
YPOBEHb OMOXMMHYECKMX MapKepoB KOCTHON pe30pOoLMU U
KOCTeoOpa3oBaHUs, MOSIBIASIETCS BO3MOXHOCTb 3aMEIJIUTh
WJIKM clesiaTh 0OpaTUMOU paHHIOK OCTEOJUTUYECKYIO a3y
0oJse3Hu. bynyiiue uccienoBaHus 10JKHBI YCTAHOBUTD, MO-
TYT U 3TW TIperapathbl, ecld MCIOIb30BaTh WX Ha paHHeH
craguu 3aboJieBaHUS, TPEeIOTBpallaTh OCIOXHEHUS IIPU
aCUMIITOMHOM TeueHuu 6onesHu [lemxkeTa.

CnycTsl HEKOTOpOe BpeMsl TMocje TMOSIBACHUS KaJlbl-
TOHMUHA OBIJIO CO001IeHO 00 3P (PEKTUBHOCTU MEPBOIO Mpe-
rnapara u3 cemelicrBa oucgochoHaToB — ITUApOHATA —
aHajiora HeopraHu4eckoro mnupodocdara, SBISIOIIECTOCS
HEOOXOAUMBIM (PaKTOPOM, YUACTBYIOIINM B IIPOLIECCE MU-
Hepanu3auuu [36]. Ceiiyac U3BECTHBI KaK MUHUMYM 3 110-
KoJIeHUs 3Tux npemnapatoB. CaMble HOBbIE U3 HUX o0Osana-
IOT M0 CPaBHEHUIO C MEPBBIM MpernapaToM 3TOW T'PYMIIbI,
stugapoHatoM, B 1000 pa3 OoJbleil aHTUPE30POLIMOHHOM
aKTUBHOCTHIO. K TTepBOMY MOKOJIEHUIO OTHOCSTCSI 3TUIPO-
HaT W KJIOAPOHAT, KO BTOPOMY — THJIYAPOHAT, TaMUAPOHAT
U aJleHIPOHAT, a K TPeTbeMy — pHU3eApOHaT.

Bce OuchochoHathl, npuHUMaeMble BHYTPb, MUMEIOT
IUIOXYIO, HeCTaOMIIbHYI0 BcachiBaeMocTh (1—10% npuHuma-
€MOi1 103bl), Ha KOTOPYIO CYIIECTBEHHO BIUSIOT PSiJ MUIIIE-
BBIX IPOJIYKTOB ¥ HANTUTKU. PeKoMeHayeTCs TpUHUMATh OUC-
docdonarsl 3a 30 MUH 10 €IBl U HE YIIOTPEOJISATH B OJIMXKali-
1IMe Mocjae UX MpueMa 4yachbl MOJIOYHbIE MPOAYKTHI, Tperna-
paThl Kaablius W Xeje3a. Il mpeaoTBpalleHUs «XUMHUYE-
cKoro» s30¢arura ciaeayeT 3anuBaTh NpenapaT Bojol U Ha-
XOIUTHCS B BEPTUKAIBHOM IMOJIOXEHUU 0KOJIO 30 MUH. DTO
0COOEHHO BaXXHO MPU JICUCHUH STUAPOHATOM U aJICHAPOHA-
TOM U MEHee CYIIeCTBEHHO MPU UCITOJIb30BaHUM O6uchocdo-
HaTa TPEThero MOKOJeHUS pU3elpoHara.

Jlydiiue pe3yabTaThl 1aeT BHYTPUMBEHHOE BBEICHUE OUC-
¢dochonaToB. JleueHre 0OOBIYHO OCYIIECTBIISIIOT KypcaMu IO
3—6 mec. IIpy BHYTpUBEHHOM BBeaeHUU OuUCc(HOCHOHATOB
OoJblllce 3HAYCHUE MMEET CyMMapHas 103a, a He IJIUTEb-
HOCTh BO3JEICTBUS.

VY psiga manyeHTOB CO BpeMEHEM pa3BUBACTCSI PE3UCTEHT-
HOCTb K MPUMEHSIEMOMY IIperapary, KOTOpPYIO MPUXOIMUTCS
MPEOI0JIeBaTh JUOO MOBBIIIEHUEM J03bI, MO0 Ha3HaUYECHUEM
npyroro 6ucdocdonara. DeHOMEH Pe3UCTEHTHOCTU 00YCIIOB-
JICH WHOVWBUAYAJIbHBIMU Pa3INYUSIMU OCTCOKJIACTOTeHE3a U
MeTaboIM3Ma OCTEOKIACTOB OTYACTH BCJIEACTBUE OCOOCHHO-
CTei CTPOCHMS U SKCIIPECCUM BOBJICUCHHBIX B HUX T€HOB, aHa-
JIN3 KOTOPBIX MOXET B OyaylleM MOMOYb B MHAMBUIYaJIbHOM
nonbope sekapcTB. OTBET Ha pe30pOTUBHYIO Teparuio ociaad-
JIeH y oOsanmareneil BapuaHta bb Bsml reHoruna peuenrtopa
ButamuHa D. Hocutenu amtenu 511CC rena UJI 1b pesu-
CTEHTHBI K 3TuApoHaty B 60% ciydaeB, K pU3eIpOHATY M TH-
nynponary — B 50%. st annenu 3953 T/C atoro Xe reHa ot-
MeYeHa Pe3UCTEHTHOCTD K 3TUAPOHATY B 39% ciiydaeB, TUIYI-
ponaty — 37%, pusenponaty — B 4% [38].
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NERKUKA

Pexomendyemovie nauasvHble Kypcol u 0036l npenapamos [14, 37]

IIpenapar

KanbuutoHuH sococst
Dmuaponar (KcunndoH)
TwryapoHat
TMamuuapoHat (Apemaua)
Anennponat (Pocamakc)
PusenpoHat (AKTOHENb)

3onenponHar (Akiacra)

Ho3a

Buytpumbimeuro o 100 EJI exxenHeBHO WM Yepe3 IeHb Ha TPOTSIKeHH 6— 18 Mec

5—20 MT/KT Macchl Tejia B TeUeHre 6 MecC ¢ IMOCIEAYIONMM NHTEPMUATTUPYIOITM PEXXUMOM (B OOJBIIIMHCTBE CTPAH — S5 MI/KT)

ITo 400 Mr B IeHBb B TeUeHUE 3 MeC

BuyTtpuBeHHO KarenabHo 1o 30—60 mr, ot 90 10 210 Mr (B TsSOKeNIbIX citydasx 10 360 Mr) Ha Kypc
Io 1 Tabnerke (40 Mr) B IeHb B TeUeHHEe 3—6 Mec
Mo 1 Tabmetke (30 Mr) B IeHb B TeUeHUE 2 MeC

BuytpuBeHHast uHDY3ust 5 Mr (AKIacTa) OMHOKPATHO C BO3MOXHBIM ITOBTOPHBIM BBelIeHMEM yepe3 12 mec

OCHOBHBIM HeXelaTeTbHBIM JelicTBueM ouchochoHaToB
TpU Ha3HAYEHUU X BHYTPD SIBJISIETCS «Pa3ipaXkeHne» BEPXHIX
OTIEJIOB XKeJyI0YHO-KUIIIEYHOTO TPAKTa, B TOM UMCIIe 9PO3UB-
HbIii 930¢harut, a Npyu BHYTPUBEHHOM BBEIEHUU — KPaTKOBpPe-
MEHHas JIMXopajakKa, COMpPOBOXAAIOLIAsICSI 03HOOOM, U MuUa-
ruu (Tak Ha3bpIBaeMmasi ocTpoda3oBasi peakiivsi, KOTOPYIO CBSI-
3BIBAIOT C MMOBBIIeHNEM ypoBHs WJI 6 B kpoBu). PazBuTue oc-
TEOMAJSILVY TIPU JIEYEHUU STUAPOHATOM MOXET MPOSIBISTHCS
00JIbIO U C1A0OCTBIO B MPOKCUMAJbHBIX OTAEIaX MBIIIII, apT-
paIrMsIMU, UHOTAA apTPUTOM, KaK MPaBUJIO, TOJEHOCTOMHBIX
CYCTaBOB, DHTE30NATUSIMU B 00JACTH MSITOK, MOBBIIICHUEM
ypoBHs P u (B penkux ciydasx) NaTOJTOTUISCKUMU TIepeio-
MaMH KOCTel. DTHUAPOHAT MOXeT WHOTAA BBHI3BIBAThH ajolle-
W10, TAHIUTONIEHUN W pPeaKIuU TUTEPUYBCTBUTEIbHOCTHU
(aHTMOHEBPOTUYECKU I OTEK, ChITb, 3y, cuHApoM CTuBeHCca—
JI>xoHcoHa). Ha ¢oHe jieyeHUs] MaMUHIPOHATOM BO3MOXHO
pa3BUTHE YBeUTa U/uau ckiaeputa [39].

C 2005 r. B teyenuun 6osne3nu llemxera crana mpume-
HATBCS 30JIeIPOHOBAs KUCI0Ta (AKJIacTa, S Mr) — HOBBIIA Te-
TePOLMKINIECKUI aMUHOCoAepxamuit 6uchocdonar, 06-
JlaJaloluil T1OCTOBEPHO OoJiblieil 3(P(PEeKTUBHOCTBIO 10
CPaBHEHUIO C UCIMOJIb30BABLIMMUCS paHee aHTUPE30POTUB-
HBIMU CpelcTBaMK. DTOT IpenapaT — MOTeHIIMaJIbHO Hanbo-
snee apdekTuBHbIN cpeau OuchochoHaToB. CeleKTUBHOE
neiicTBue 6uchochoHaTOB Ha KOCTHYIO TKaHb OCHOBAaHO Ha
BBICOKOM CPOJCTBE K MUHEPATN30BAHHOW KOCTHOW TKaHM.
Ilocne BHYTPUBEHHOTO BBENEHUsS 30JIEIPOHOBAsl KUCIOTA
OBICTPO MepepacripeseisieTcss B KOCTU U, MOAOOHO APYTUM
ouchochoHaTam, JOKaIU3YeTCs MPEUMYLIECTBEHHO B MecC-
TaX KOCTHOU pe3opOuuu. [lepBoHayaabHO 30J€pOHAT ObLIT
0om00OpeH ISl JIeUeHUsT TTAIIMEHTOB C OHKOJIOTUIECKUMU 3a-
0oNeBaHUSIMU, Y KOTOPBIX BBISIBIEHA TUIEPKAIbIIMEMUS
/WM MeTacTa3bl B KOCTU. MeXxaHU3M BIUSIHUS TpernapaTa
Ha pe30pOLMI0 KOCTHOM TKAHU HOCUT KOMILIEKCHBIM, CIOXK-
HBII XapakTep. 30JiefpoHOBasi KucJioTa OJIOKUpyeT dapHe-
sunnupodochaTcuHTeTasy, HapyIlras BHYTPUKIETOTHBIN Me-
TabOJIM3M MEBAJIOHOBOM KUCIIOTHI, YTO BEIET K PE3KOMY CHU-
KeHUWIO pe30pOupymomieil aKTUBHOCTU OCTEOKJIACTOB U
YMEHBILIEHUIO X YMCJIa 3a cUeT CTUMYJISIIIMM amonTo3a [40].
3osenpoHaT cmocoOeH TOPMO3UTh OCTEOKJIaCTOreHe3, orpa-
HUYUBasT NpoiudepaTUBHYIO aKTUBHOCTh KJIETOK 3a CYET
OJOKMPYIOIIETO BIUSHUSI Ha ux gejeHue B G1/S-dase xie-
TOYHOTO IIWKJIA, OMOCPENOBAaHHOTO Yepe3 p38 MUTOTEeH-aK-
TuBUpyeMmbie mpoTenHknHa3bl (MAPK). 3o1enpoHar cnoco-
OeH CHMXATb PUCK Pa3BUTUS OCJOXHEHUI IIpu O0JE3HU
IMenxera. [IpenapaT oka3blBaeT BAUsSHUE Ha pa3iddyHble 3Ta-
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ITbI KaHIIEpOTeHe3a, aKTUBU3UPYET IMIPOTUBOOITYXOJIEBBII M-
MyHUTET. Henb3st UCKIIIOUUTH, YTO IMPU CBOCBPEMEHHOM Ha-
3HAYEHUU OH CMOCOOEH YMEHBUIMTh PUCK MaJUTHU3ALMU Y
nanueHToB ¢ 6one3nbio [legxkera [41, 42].

Bbu10o mpoBeneHo paHIOMU3UPOBAHHOE NBOMHOE ciernoe
KIMHAYECKOe HCCIenoBaHue JedeHus: 6onesnu [lemkera, B
KOTOPOM CpaBHUBaJlach 3(P(PEKTUBHOCTb 5 MT 30JieApOHaTa,
BBOJIMMOTO OJHOKPATHO BHYTPUBEHHO B TeyeHHUe 15 MUH, co
CTaHIAPTHBIM IPUEMOM pPHU3EApPOHATa, KOTOPBI OOJbHBIC
MpUHUMaIU BHYTPb B 103¢ 30 MI eXXeHEeBHO B TeueHUe 2 MecC.
K 6-my mecsity nccinenoBanust ypoBeHb LMD HopMamu3oBaics
y 88% malueHTOB, MPUHUMABIINX 30JICAPOHAT, M TOJBKO Y
58% monyuasiuux pusenapoHar. Crycts 12 Mec BHOBb ObLI BbI-
SIBJICH TIOBBIIIIEHHBI ypoBeHb LD Tonbko y 1 u3 113 maumneH-
TOB, JICUEHHBIX 30JIeApOHATOM, U Y 21 13 82 OOJbHBIX, TPUHU-
MaBIIMX pu3eapoHaT. YacToTa BO3HMKHOBEHHUSI HeXeaaTeslb-
HBIX SIBICHUM W Cepbe3HBIX HeXeJaTeJIbHBIX SIBICHUI OblIa
OIMHAKOBa B Tpynnax AKJacTel U pudenpoHara. Haubonee ua-
CTHIMU HEXKeJIaTeIbHBIMU SIBICHUSMU OBbLTA TPUIITONOI00HBIIA
CUHAPOM, TIOBBILIIEHUE TEMIIEPATyphl, MUAJITUH, KOTOPHIE BO3-
HUKaJu B TeUeHUE MEePBBIX 3 THEH Mocje BBeAeHUsT AKJIACThI U
CBSI3aHbl C BHYTPUBEHHBIM BBEJECHUEM a30TCOAEPKAILIMX OUC-
¢dochonaTtoB. B o0CHOBHOM OHM ObLIM JIETKOM U CpeIHei cTe-
TIEHU BBIPAXKEHHOCTU W B OOJIBIITMHCTBE CIyYaeB TIPOXOAIN B
TeueHue 4 gHeit. B mociemyromieM yacTota HexXeJlaTeJTbHBIX SIB-
JIGHWIA B TpymIiax He paznudanach [43]. Yepes 2 romga mocie on-
HOKPATHOTO JIEYEHUST 30JIeAPOHATOM IMOUYTH y BCEX OOJIbHBIX
COXpaHsIeTCs] HU3KUI ypOBEHb aKTUBHOCTU 3a0o0jieBaHus [44].
B nocnenyioiem 0b110 yCTaHOBIEHO [45], 4TO MHDY3Us 30711 -
poHaTa CITOCOOCTBYET TOIIepKaHUIO B TeUYeHHUE 3 JieT HOp-
MaJIbHOTO YPOBHSI ToOKa3zaTeJiell, XapaKTepHU3YIOIIUX aKTHUB-
HocTb 00se3Hm [lemxkera.

ITnukaMuuuH (IpexkHee Ha3BaHWE — MUTPAMUIIMH), OT-
HOCSLIMICS K TpyIe MPOTUBOOIMYXOJEBbIX aHTUOUOTUKOB,
OKa3bIBaeT CEJIEKTUBHOE W BHIPAXKEHHOE MEMCTBHUE Ha OCTEO-
KJIACThl. XapaKTepU3yeTcsl MOUIHBIM U ObICTPBIM 3(hGhEKTOM.
ITocne 10-mHeBHOTO Kypca JedeHus: ypoBeHb LM cHukaer-
cs mpuMepHo Ha 60%, B mocienywoiue 1—2 Mec «OUOXUMU-
yeckuil 3¢ deKT» HapacTaeT U COXPaHSIETCsI OT HECKOJbKUX
MecseB 10 HeCKOJbKUX JieT. [I1uKaMULIMH A0JKEeH MpuMe-
HATbcs Mpu Gosie3Hn [lemkeTa Kak pe3epBHBIN mpemapar B
CaMBIX TSIKEJIBIX, PE3UCTEHTHBIX CIIyJasiXx WIM KoTaa HeoOXo-
MM OBICTPBIN 3¢ deKT (HarpuMep, Mpu HeJlaBHEM Pa3BUTHHU
KOMITPECCHUM HEPBHBIX CTBOJIOB). DTO 00YCIOBIECHO TeraTo-
TOKCUYECKUM M HE(PPOTOKCUUYECKUM JACHCTBUEM Iperapara,
a TakKe BO3MOXKHOCTBIO pa3BuUTHs TpoMOouuToneHuu. Inu-
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KaMUIIMH TIPUMEHSIETCSI BHYTPUBEHHO (B BUJAE IJTUTEIbHBIX
nHdy3uit) B no3e 10—15—25 mkr/kr He 6oyee 10 nHeit. U3-
BECTEH TaKXe OOJIOCHBIN crToco0 BBEACHHUS TOTO Ipernapara

(110 25 MKT/KT Kaxaele 2—3 Hen).

OrnepaTUBHOE JIeUEHUE MPUMEHSETCS MPU Pa3BUTUU BTO-
PUYHBIX apTPO30B, HEOOXOAMMOCTH MPOBEACHHUSI KOPPUTUPYIO-

NERUKA

LIMX OCTeOTOMUil. Pa3BuTHE KOMIPECCMOHHOTO CIMUHAIBLHOTO
CHHIpOMa IMPY TTOpaXKeHW U ITO3BOHOYHUKA (B HAIIIMX HAOJIO/Ie-
HUsIX — 1% citydaeB) TpeOyeT BBITIOTHEHUST IEKOMITPECCUOHHOM

JJAMWHOKTOMUU. OHepaTI/IBHOG BMCIIATCJILCTBO HE YCTPAHACT

MPUYVHBI Pa3BUTHUS AedopMannii U IEPeIOMOB U JOJDKHO CO-
MPOBOXKIATHCS KOHCEPBATUBHBIM JICUEHUEM.
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