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BBEAEHUE
b.A. Pe6pos

KocrHo-MuHepanbHble Hapymenusa (KMH), conpoBoxaaiomiye crapeHue
OpraHu3Ma U pasjn4Hble IIaTOJOrMYecKue IPOLeCChl B OpraHu3Me YesioBeKa,
ABJIAIOTCS OJHOH 13 HanboJiee CyIeCTBeHHBIX MeUKO-COLMaIbHBIX IP06JeM
COBPEMEHHOY MEIUIVHEI, TaK KaK OHY CONPSDKEHBI CO CHIDKEHMEM IIPOYHOCT-
HBIX CBOVCTB KOCTHBIX CTPYKTYP H, COOTBETCTBEHHO, C YBeJIMYeHNEM YaCTOTI
VX TIepeJIOMOB.

Bo BceM Mupe, 0COOG€HHO B 5KOHOMUYECKH Pa3BUTHIX CTPaHAX, OTMeYaeT-
s yBeJM4eHue YKCIIa JIAL IOXUIOTO BO3PacTa B CBA3U C YBEeIUYMBAOIIENC
IPOZOJDKUTENIbHOCTBIO JKM3HU U JPYTMMU COLMAJIbHO-ZeMOrpaduiecKkumMu
nporieccamut. CBsi3aHHbBIE C BO3pacTOM 3ab0jieBaHuUsS IPUOOpPeTatoT Bce 60Jb-
11yto 3Ha4uMoCTh. CeronHs ocreonopo3 (OII), kak 3aboJieBaHKe, OTHOCAIIee-
4 K 9TOY KaTeropyuH, CTajl COIMaabHO 3HAYUMBbIM, TPUBOJUT K UHBATHUAHOCTH,
HOBBIIIAET YPOBEHb CMEPTHOCTH U CO37aeT TeM CaMbIM JIONIOJIHUTEIBHYIO Ha-
TPY3KY Ha CUCTeMY 3/IpaBOOXPaHeHNs].

ITo3nHAsA nuarHoCTUKa U HecBOeBpeMeHHOe Havano Tepanuu KMH xa-
pakTepHbl 1715 75% xeHmuH u 90% myxuuH. Knunnyecku KMH npoteka-
I0T, KaK NpaBuio, 6eccumnToMHo. ITepBeiM npossienneM KMH MoryT 6bITh
TaK Ha3blBaeMble OCTEOIIOPOTHYeCKUe IepesoMbl. IIpuoputeTHON 3anadeit
NIPaKTUYeCKOM MeJVLIMHBI ABJAETCA He TOJNBKO CBOeBPeMeHHas IUarHOCTHKa,
HO U aziekBaTHOe yiedeHre OIl 1 ero OCIIOXHEHUN — OCTeONOPOTUYECKUX IIe-
pesIoMOB, IIOpo¥t UMeromuX paTabHbIN XapakTep. Paspemnienuto 3Toi 3aaady,
HECOMHEHHO, CIocobcTByeT Goslee mUpPOKoe MHPOPMUPOBaHUE O MpobieMe
0CTEOINOpO3a KaK Bpadeid pa3IN4HbIX ClIeNUaJIbHOCTe!, TaK 1 HACeJIeHNU.

OII oTHOCUTCA K 6OJIe3HSIM, He UMEIOIIMM CHelUPUIHBIX CUMIITOMOB, U3-
MeHeHHe BbIPa)XeHHOCTH KOTOPBIX Ha (OHE Tepanuy MOKeT I10Ka3aTh OOJIb-
HOMY, YTO MCIIOJIb3yeMblil UM IIpenapar OKasblBaeT IOJI0KUTeJIbHOe BIMSAHMe
Ha COCTOSIHME ero 340poBbiA. HasHadeHHasd Tepanus HalpaBjeHa B NEPBYIO
odepenb Ha MpeayHpexzieHre BO3MOXHBIX B OyayiieM mepenomoB. Eciu ma-
LVIeHT He TIOHMMaeT 3TOr0, TO MOXKeT IIpepBaTh WM IpeKpaTuTh Jedenue OII,
TIPOZIOJIKUTEILHOCTh KOTOPOTO ZI0JDKHA OBITh He MeHee 3—5 JieT, @ B HeKOTOPBIX
cny4yasx — 10 ner u 6onee. Huskas npusepxeHHOCTh Tepanuu Ol sBiseTcs
OfIHOM U3 1mpobneM 3apaBooxpaHeHus. HecobmoieHne nanyeHTaMy PeKOMeH-
JaLMii [0 JIeYeHuUIo 3a00JIeBaHKs He TOJIbKO CIOCOOCTBYET YXYAIIEHUIO COCTOS-
HUA KOCTHOM TKaHW U INOBBIIIEHUIO PUCKA HU3KOIHEPreTUYeCcKUx IepeIoMoB,
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HO Y He(JaronpuATHO BIMSAET HA COOTHOLIEHHE «CTOMMOCTb — 3QeKTUB-
HOCTb»> Tepanuy, yBeJU4MBass PAcXofibl TOCYAAapCcTBa M CaMoOro GOJBLHOrO
Ha JledyeHue ocnoxxHeHui OII.

OO0menpru3HaHHBIM <«30JI0TBIM CTaHAAPTOM» ITPOTHO3MPOBAHUSA PHUCKA
nepesioMa CerofiHs fABJIAETCS UCCIeNOBaHNe MUHEPAIbHON INIOTHOCTU KOCTU
(MIIK) ¢ HOMOIIbIO IByX3HEPreTU4eCKOil peHTTeHOBCKO# abcopbunomMeTpuu
(Dual-energy X-rays absorptiometry, DXA). OnqHako moka3aHo, 4TO U3Mepe-
Hre MIIK He B COCTOSIHUM MJeHTUQUIIMPOBATH BCeX MAlKEHTOB, Y KOTOPBIX
B OyzyLeM NPOM30HIET epesoM. DTO CBA3aHO C TeM, YTO IepeIOMbl IIPOHC-
XOZIAIT He TOJIBKO Y JIUII ¢ AuarHoctTupoBaHHbIM OII, cornacHo kraccudukanuu
BcemupHoii opranusanuu 3apaBooxpanenus (BO3) (T-kpurepuii <2,5 SD),
HO ¥ Y Jitozieii ¢ 6osiee BbIcCOKMMHU MoKa3atesnsivu MITK. [IpuyrHa B TOM, YTO
OIl — mynbTUdAKTOpHaNbHOE 3ab0eBaHMe, U B €r0 Pa3BUTUM, KPOMe HU3-
kol MIIK, urpatoT ponb u Apyrue GpakTopbl pUCKa: BO3pACT MalMeHTa, UH-
nexc maccel Tena (VIMT), nepeHeceHHbIl paHee mepesnioM  Ap. Bce 3To0 mo-
CJIy>KAJIO TIOBOZIOM ZJIA TINATeJIbHOTO aHalIW3a U BaluAU3aluy KIMHAYeCKUX
(baKTOpPOB pUCKA C I1eJIbI0 HANTHU TaKKe, KOTOPble MOIJIM ObI MCIIOJIb30BAThCS
BMecTe ¢ MIIK nm 6e3 Hee 1151 obecriedeHus 60see TOYHOTO IIPOTHO3UPOBAHMS
pucKa epesioma. DTOT aHau3 1o 3aka3y BO3 6bu1 mpoBezieH B [lepdumackom
yHUBepCUTeTe TDYNIION HCCIefoBaTeNedl IOJ PYKOBOACTBOM mpodecco-
pa J.A. Kanis npu nogzepxke pszia MexyHapOJHbIX HAyYHBIX OPraHU3ALMIA:
Mexnynaponnoro ¢onzna OIT (International Osteoporosis Foundation, IOF),
HarmmonansHoro ¢onza OIT CIIIA (National Osteoporosis Foundation, NOF),
MexzyHapogHOro obmecTBa KiIMHHUYecKo# AeHcutoMmerpun (International
Society for Clinical Densitometry, ISCD) u AMepukaHCKOro o0miecTBa uc-
crefioBaHMA KocTy M MuHepanoB (American Society of Bone and Mineral
Research, ASBMR). Pe3ynbraToM MHOrojeTHeil paboThI CTas crnocob oreH-
KU pHCKa mepejioma, ony6arkoBaHHbIi B 2008 I. U MONYYMBINNI Ha3BaHUe
FRAX® (Fracture Risk Assessment Tool).

IToCKONMBKY PUCK OCTEONIOPOTUYECKUX IIePeIOMOB U OKUZaeMas MPOLA0J-
XUTEIbHOCTb JKU3HUA BAPBUPYIOT B Pa3JINYHBIX PEruoHax MUpa, Ha OCHOBE
3MU/IEMHUOJIOTMYEeCKHUX TaHHBIX ObUTH CO37IaHbI CrielupUIHbIe IS OTAeTbHBIX
ctpaH mozienu FRAX®, B Tom uucie ana Poccun.

Ba)XHO 3aMeTUTh, YTO IPUYMHONM CHI)KEHUS MeXaHUYeCKON KOMIIeTeHTHO-
CTU CKeJleTa U BO3HUKHOBEHUs HU3KO3HePreTUYeCcKUX IepeloMOB, COIPOBO-
XJAIOIUX Pa3JInYHble IaTOJOrYecKre MMpoLeccsl, ABasAeTcsa He Tonbko OI,
HO 1 ocreomassAua (OM). OnHaKo pelleHHe MeUKO-COLMAIbHBIX IPobiieM,
CBA3aHHBIX C POCTOM 4YHMCJIA STUX IIEPEJIOMOB, 3aTPYAHEHO B CBA3U C TEM, 4TO
IIMPOKO MCIOJIb3yeMBbIi B KJIMHUYECKON NpakThke MeTof DXA He mo3Boiuser
npoBoaUTh MuddepeHiansHyto quarHoctuky mexxay OIT u OM. B pesynbrare
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B IIPAaKTUYECKOM 3[paBOOXPAHEHUU MalieHTaM CTaBUTCS JUATHO3 «OCTeOIo-
pPO3» ¥ NPOBOAUTCS aHTHOCTEONOPOTHYECKOE JiedeHre He3aBUCUMO OT IIpH-
YUH CHIDKeHUS KOCTHOUM Macchl. OIT 1 OM He ABJIAIOTCA B3aMMOUCKIIIOYAIO-
IIMMY TIPOLIeCCAMHU: TTOTePs] KOCTHOM MacChl Y OAHUX IallMeHTOB MOXeT ObITh
BoisBaHa OII, y apyrux — OM, a y Tpetbux — ozpHoBpeMenHo OIT u OM.
MuddepenunanbHas guarHoctrka Mexzay OIT 1 OM npoBoguTces IO pe3ysbTa-
TaM KOCTHOU GHOICHU. PyTHHHOE HCII0/Ib30BaHUe OUOIICHUY 3aTPyAHEHO: OHa
ABJISIETCS] UHBA3UBHOW MaHUMYJNALIMEH, OTCYTCTBYIOT YeTKUe TUCTOJIOTHYecKye
kputepun audpdepenunposku Mexxay OIT u OM. IIpaKTHKYIOIIVe TepaneBThl
B OOJIBLIMHCTBE CJIy4aeB He Pa3ZiesIsAioT 3TU IOHATHS U IPUMEHSIOT CXO/HbIe
MeTOZbI IMarHOCTUKY U JIeYeHHs, XOTA 3TO He Bcerzia Tak. OfHAKO KOMILJIEKC-
HOe JledeHre, Ha3Ha4yaeMoe MaljeHTaM, 00ecreyrBaeT MOJ0KHUTeNbHbIN KIIH-
Huveckuit a¢pdext u npu OII, u npu OM. Bosee Toro, ¢ natopusnoaoruye-
CKO# 1 MOP)OJIOrMYeCcKOi TOUKY 3PEHHs Y KOHKPETHOTO GOJIBHOTO Yallie BCero
Habmonaercst coueranue O, ocreonenuu u OM, ¢ mpeo6iagaHreM TOTO WK
MHOT'0 Ipoliecca B pa3Hble BpeMeHHbIe epPUOJIbL.

ITpo6rema KMH 1 ux nocnencTBUi B IOC/Ie{HUE TOAbI TPUBJIEKAeT BHUMA-
HYe CIeNXaNiCTOB Pa3IMYHBIX ClelliaJbHOCTel: peBMaToI0r0B, SHAOKPHHO-
JIOTOB, He(POJIOTOB, FACTPO3HTEPOJIOTOB, TMHEKOJIOTOB, PEHTT€HOJIOT0B, a TaK-
e OHKOJIOTOB U OPTOINeZJOB-TPaBMaToJI0roB. Kaxasa acconyanys yKa3aHHbIX
CIeNMAJIMCTOB CO3AaeT CBOU, 000C06IeHHbIe U MHOT/IA TPOTUBOpPeYallye Apyr
APYTy peKOMeHZaluH 110 BezieHHIo 601bHBIX ¢ KMH, yacTo Ha3biBaembiMu OI1.

B naHHOM moco6uu co6paHO GOJNBIIMHCTBO M3BECTHBIX PEKOMeH/Aluil
IO IMarHOCTHKe, JedeHuIo U ipoduiaktuke OIT u apyrux KMH, pa3BuBaro-
IIUXCS TIPU 3a60J1eBaHUAX BHYTPEHHUX OPTaHOB, C YYE€TOM OTeYeCTBEHHOTO
¥ MEX/IyHapOJIHOTO OIIbITA BeJIeHUs aHHBIX OOJIbHBIX.



| naBa 4

HacnegcrBeHHble
U reHeTU4YeCKn obycnoBneHHble
KOCTHO-MUHEpanbHble HapyLeHus

JlaHHbIe MOJIEKYJIIPHO-T€HeTUYeCKOr0 aHaIn3a ¢ KaXKIbIM I'OLOM IIpUBJIe-
KaIOT Bce OoJiblllee BHUMaHUe KUCCIIeloBaTeNeld, M3y4aroX BO3MOXKHbIEe Ha-
CJIe[ICTBeHHbIe U reHeTHYecku obyciosieHHble KMH. Bmecte ¢ aTuM pacrer
¥ MHTepec NPAaKTUKYIOIKX Bpayell K 3Toi npobseme. K coxanenuio, B 60Jb-
LIMHCTBE Cy4yaeB 0e3yCJIOBHO HACJIe/CTBEHHBIE, C TOYKHM 3PEHUS KIMHULY-
cTa, 3a0071€eBaHNs He IMEIOT OIpeieIeHHOTO ¥ OJIHO3HAYHOI'O eHeTUYeCKOro
Mapkepa, 0OHapy)eHre KOTOPOro 0Ka3ajo 6bl HOMOIIb B JUaTHOCTUKE MPH-
4uH 3a60seBaHusA. OOHAKO eCTh HaZieX/a, YTO 10 Mepe HAaKOIUIeHWs 3HAHUH
B ZJaHHOH 00J1aCTH reHeTHYecKre UCCIel0BaHUsA Oy/yT CIIy)KUTh BCe OOJIBIINM
IOZICTIOPbEM Bpayy.

B naHHOM paszesne pacCMaTpUBAIOTCA He BCe, a JIMIIb OCHOBHBIE HACTeN-
CTBeHHbIE U reHeTnyYecKue 3aboneBanus, npuBozasmue K KMH u BcTpeTuBIm-
€csl aBTOpaM.

4.1. HACNEACTBEHHbIE N TEHETUYECKUNE
MAPKEPbI OCTEOINOPO3A

b.A. Pe6pos

OII oTHOCUTCS K 3a00JIeBaHUSAM C MHOXECTBEHHBIMU (paKTOpaMK PHUCKa,
¥ GOJIBIIMHCTBO U3 HUX — HaciefyeMble. [1onydeHbl ybenuTenbHbIe JOKa3a-
TeJbCTBA leHeTU4ecKol feTepMuHupoBaHHocTy OIT.

Onenka Hacnenyemoctd MIIK konebnercsi B mpenenax ot 45 no 80%.
Yposenbs MIIK, ycTaHOBJIeHHBIN ¢ TOMOIIBbI0 DXA, ABNA€TCA BBICOKOHACIENY-
eMbIM ITPU3HAKOM C ypoBHeM Haclienyemocty 50-80%. Bribop MIIK kak 61o-
MapKepa NpuBes K HJeHTUPUKALINY HeCKOJIbKUX COTeH acCOLUUPOBAHHBIX
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JIOKyCOB. biiM3Hen0Bble U CeMeHbIe UCCIeJOBaHNsA TAKXKe II0Ka3auy, 4To Ta-
KHe IapaMeTpbl KOCTel, KaKk reoMeTpus, yabTpa3BykoBble U KT xapakrepu-
CTUKA MUKDOApXUTEKTYPbl KOCTH, BBICOKO HACJeAyIOTCA. BbIcOKasA KOCTHas
Macca, KaK ¥ pa3andusa B KOCTHOM Macce y GJIM3HEIOB, CBA3aHBI C y4aCTKOM
xpomocomsl 11 (q12-13).

YCTaHOBJIEHO, YTO y ChIHA MalMeHTa-MyX4uHbl ¢ HU3Kou MIIK puck pas-
BuTusA OII noBbllleH B 4 pasa, a y 04epy NallleHTa-KeHIUHbI C TOHWXeHHOU
MIIK puck Bospacraet B 5 pa3. [IpepaciosioxeHHOCTb K IiepesioMaM KOcTel
TaK)Xe FeHeTHYeCKy JileTepMAHMPOoBaHa. OKa3aaoch, YTO PUCK IepesoMa IIei-
K Geqpa MoBbIIIeH B 2 pa3a He3aBucuMo oT MIIK, eciu y poxputeeit 6oLt
nepesioM Gezpa. YCTAaHOBJIEHO, YTO XKEHIMHBI, UMelolnye amielb C, mojgBep-
»keHbl pa3BuTuio OII B IOCTMEHOIIAy3aIbHOM IepHOo/ie U HYXIAITcs B 06513a-
TeJIbHOM Ha3HayeHuu npernaparos Ca.

K HacnenyembiM dakropam prcka OIT MOXXHO OTHECTH:

* TeJIOCIOXKeHne (HU3KUM POCT U XPYIIKOe TeJIOCJI0XKeHHe);

e HaJW4Ke XUPOBOU KJIETYATKY;

 KOJIMYECTBO PELIeNTOPOB /JIA II0JIOBLIX TOPMOHOB B KOCTH;

e KOJIMYECTBO penenTopos s VitD B KuineyHuke;

* COCTaB KOCTHOW COeIMHUTEIbHOM TKaHHY;

 QHATOMHUYECKKe 0COOEHHOCTH CTPOeHHUs KOCTel (IJIMHY IneiiKu GefpeH-

HOU KOCTH U CaMOM KOCTH);

e IeQUIUT ICTPOTreHOB;

 BO3paCT MEHOIAY3bI.

Ha ceroausimuuii neHsb uneHTdUIUpoBaHo 6osee 100 reHOB-KaHANUATOB,
KoTopsle cBa3aHbl ¢ MIIK u puckom passurus OII. K reHeTnyeckum BapuaH-
TaM, y4aCTBYIOLYM B pPeMOZeJIUPOBAHUM KOCTH, BauaomuM Ha MIIK u cro-
cobcTByrommM passurhio OIl, oTHOCATCS:

o CUTHaJIbHBIY MyTh Wnt;

» myTb RANK-RANKL-OBG;

 SHJIOXOH/IPAJILHOE OKOCTEHEHUe;

e reH VDR;

e T'eH pelenTopa KaJlbLUTOHUHA;

e T'eH JIaKTa3bl;

e T'eH KOJUIareHa;

* reH TpaHcMeMbpanHoro JITTHIT;

e T'eH OCTEOINPOTEerepuHa;

o MukpoPHK;

e JIIUTeHeTHUYeCcKre MeXaHU3MBL.

CurHanbsbiii myTb Wnt (CII-Wnt) — nporiecc, 1pu KOTOPOM CeKpeTupye-
Mble 6esK¥ 06ecreyrBaoT KOMMYHUKALMIO MEX/Ty KJIETKaMU C LieJIbI0 BOCCTa-
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HOBUTb KOCTH, PETYINPOBATh U IOAEPKUBATL KOCTHYIO Maccy. BapuaHThl, KO-
TOpPbIe MOIYT IIPeNnATCTBOBATh 3TOMY Ipoueccy, Bkiwo4daoT AXINI, CTNNBI,
DKK1, GPR177, JAG1, LRP4, LRP5, MEF2C, RSPO3, SFRP4, SNT16, SOST,
WNT4, WNT5B u WNT16. CII-Wnt ocyuiecTBisieT KOHTPOJIb Hafl KOCTHON
TKaHbIO 33 CYeT BIMSAHUSA Ha Iporiecchl fuddepeHIInPOBKY Me3eHXUMalbHbIX
CTBOJIOBBIX KJIETOK, CTUMYJISILIY PeIIMKALIK IPeocTeo61acToB, MHIMOMPOBa-
HUS aTloINT03a 0CTe06IaCTOB U OCTEOLUTOB.

Ponb CII-Wnt B peryssiuun MIIK BrepBbie 6biia ycTaHOBJIEHA MIPH TICEB-
ZOIIMOMe, XapaKTepusymoulelcs codeTaHueM cHuxeHus MIIK, orcioikoin
CeT4aTKM U KarapakTod. CMHAPOM HacJefyeTcs MO ayTOCOMHO-DPeLeCCUBHO-
My THUIly BCjeficTBUe MyTauuu reHa LRP5 B xpomocome 11. Mytanus LRP5
MOXeT TaKXe 3alyckarb passuTue roBeHuiabHOro OII. K aHTaronucram
CII-Wnt TakXe OTHOCUTCA OJOWH U3 IpeACTaBUTesNed ceMelCTBa IJIUMKO-
MpOTeMHOB — A epeHIInPOBAHHBIX CKPUHUHT-CEIeKTUBHBIX abeppaHT-
HbIX reHOB HeiipobGaactombl (differential screening selected gene aberrant
in neuroblastoma, DAN) — ckJiepOCTUH, KOTOPbII CHHTE3UPYeTCsT OCTEOIUTa-
MU Y Ha UX IIOBEPXHOCTHU CBA3BIBAETCS C PELIeNITOPOM JIMIIONIPOTEMHOB O4YeHb
HM3KOY IJIOTHOCTH 5, a Takxe ¢ KoperenTopoM LRP6. Takoe B3aumozelicTere
npuBOAUT K GiokupoBanuioo CII-Wnt u, Kak cliefcTBUe, K HEBO3MOXHOCTH
ocreobacToreHesa.

IIyte RANK-RANKL-OBG — mponecc, npu KOTOPOM CeKpeTrpyeMble
GesKy aKTUBHPYIOT U i depeHIUpYIOT pa3andHble THIIBI KOCTHBIX KJIETOK.
Ha stoT mponecc MoryT noBauATb Myrauuu reHos TNFRSF11, TNFRSFI1IA
u TNFRSF11B.

DHAOXOHApAaJIbHOE OKOCTeHeHHe — IPOIlecC, IPU KOTOPOM XpsilleBble
Kapkachl BHYTPU KOCTell 3aMeHSIOTCS MUHepajJaM{ B XOZle PeMOZieipoBa-
HUA. BapuaHThl, KOTOpPbIe MOTYT IIOBJIUATH Ha 3TO, BKJIO4YaT IBSP, PTHLH,
RUNX2, SOX6, SOX9, SPP1 u SP7.

Ten VDR (ren perentopa VitD) — meHTpaJbHbINA PEryaaTop B 3HJOKPUH-
HOI1 CHCTeMe U BBICTYIaeT KaK reH-KaHAW/AT, 00YCIOBIMBAIOIIMNA 0COOEHHO-
CTH pocTa yesoBeka. I'eH VDR xapakTepusyeTcsl HaauuueM noiumopdusma
B 3k30He 9. [TocenoBarenbHOCTb reHa VDR nonuMopdHa y pasiIuyHbIX JIMIL.
HM3BecTHBI 5 MOMUMOPGU3MOB AJMHBI PeCTPUKIMOHHBIX ¢pparMeHTOB: Bsm I,
Apa I, Taq I, Fok I u Cdx2, mapkep Bsm I meeT HaubosbiIyt0 nHGOPMATHB-
HocTb. IIpu nccie[0BaHMY acCOIMAMY TeHOTUIIOB U ayutelieil monuMopdusma
283 A >G (Bsml) rena VDR npocnexeHo Hannure reHotuna GG v ayuenmn G
nomuMopdusma 283 A >G (Bsml). Ten VDR sBnsiercst npeaukTopom OII mo-
SICHUYHBIX T03BOHKOB L —L . OlHAKO B3aMMOCBA3U JJAaHHOTO HOIUMOPQuU3-
Ma co cHikeHneM MIIK GefpeHHBIX KOCTell U MpeAruiedbst He MPOCIeKeHO.
B03MOXHO, 3TO CBfA3aHO C TpeobiaziaHueM IrybyaToro BeliecTBa B CTPYKType
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KOCTeli, TOr/ja KaK B MOSICHUYHBIX TI03BOHKAX TPEMMYIIeCTBEHHO TPAOeKyJIsp-
HOe CTpOeHHe.

Ten penenTtopa KanbuutoHuHa (CALCR). ITonumopdusm CALCR Takxe
paccMaTpuBaeTCs Kak reHeTudeckuil mpeaAnkTop Bo3HukHOBeHus OII. CALCR
3aHMMaeT ToyoxeHue 7q21.3 u KogupyeT n30$popMy-1 BBICOKOUYBCTBUTEb-
HOTO peLlenTopa AJiA FOPMOHA KaJbLIUTOHMHA. 3aMeHa IIUTO3WMHA Ha TUMUH
(C >T) B ax30He 17 rena CALCR B nonoxenuu 1340 BezieT K 3aMeHe aMUHO-
kucnoTsl nponvHa (CCG) Ha neiinud (CTG) B monoxxeHuu 463 MOJIEKYJb
Geska-pelenTopa ¥ BIMsAeT Ha IVIOTHOCTh KOCTH. Ajens C nonumopdusma
reHa CALCR Beziet k cHkeHuto MIIK, npu atom puck OII 3aBucut ot $pusno-
JIOTUYeCKOT0 COCTOSIHUSA OpraHu3Ma.

Ten nakra3sl LCT (LPH) Take OTHOCHTCA K reHaM peMOjeIMpPOBaHuUsA
KocTHOM TkaHU. PyHKiuA reHa LCT 3akiovaeTcd B KOAUPOBAHUM aMUHO-
KUCJIOTHOW CTPYKTYpBI pepMeHTa JaKkTa3bl. OOBIYHO aHHBIA pepMeHT QYHK-
LIMOHKPYET y JieTeil, a y B3POCJbIX MepecTaeT BbIpabaThiBaThbCsA. MyTauus
Ha ydactke LCT 13910 BeneT K HapyLIeHUIO B PeTyIALUYA TPAHCKPUILIMOHHON
aKTMBHOCTY I'eHa JIaKTa3bl. [oMO3UroThI 110 ajuien C He MOTYT yCBauBaTh JIaK-
TO3Y, @ TOMO3UT'OTHI 110 ayuteu T CIIOCOOHBI K ee YCBOEHHIO.

IFen xosumareHa (COLIA)1 2046 G> T. Ponmp COLIAI 3akmrodaer-
cs1 B KOOMPOBaHUU OeKOBOW OYepesHOCTH o-1 Iery KojuiareHa 1-ro Turma.
Muoromopdrocts COLIAI xapakTepu3yeTrcs 3aMellleHHeM HYKJIeoTuza Ty-
aHUHA Ha TUMUH, YTO BeZleT K HapyLIeHWIO caiiTa cBA3bIBaHUA A daxTopa
TPAHCKPUIIMY B 00JIaCTH T1epBOro MHTPOHA. Y obnanareneii amtemu T (oco-
GeHHO TOMO3HIOT) JJAHHOTO TMOAUMOpPHU3Ma Pa3BUBAETCS MANOMATUYECKUIA
OII. ITpn HakomieHun peneccuBHOro auens A resa VDR-Bsml c.IVS7G> A
noBbimaercst puck pazsutus OIL. TeHotumnsl G/T u T/T nonumopdusma rena
COL1A 12046 G-> T cBa3ansl ¢ passutuem OII.

T'en TpancmemOpannoro JIITHII (LRP5) u reH ocreompoTerepuHa
(TNFRSF11B/OPG) cBsizanbl ¢ MIIK nosicHUYHOTO OT/Zesia O3BOHOYHUKA
u 1meiiku 6enpa. Bapuantel LRP5 Takxke cBsizanbl ¢ OIl-mepesiomamu, a Bapu-
anTbl TNFRSF11B ob6HapysxeHbI B reHax actporeHa (ESRI) u 6eJika IMHKOBBIX
nanblieB (ZBTB40). Takxe BbisABIeHbl NONOJIHUTENbHbIE HOBble BAPUAHTHI,
KapTUpPOBaHHbIe BOJIM3M reHa 4YjeHa cymepcemeiictBa perentopos ®HO 11a
(TFNRSF11A/RANK), cknepoctuHa (SOST), KMHa3bl 3, peryaupyomieit ad-
¢duHHOCTH MUKPOTPYOOUek (MARK3), u octepukca (SP7).

Muddepennuposke ocreobmactoB mpu OII crocoOGCTBYIOT HEKOTOpPbIE
MuKpoPHK, oka3biBasi MHrMOMpYIOLee ZIeMCTBIE Ha IPOrpeccpoBaHue 3a60-
JIeBaHUS.

MukpoPHK (microRNA, miRNA, miR) — masble HeKofupyroLire MOJIEKy-
nel PHK pnunoit 18-25 nykneotuzioB (B cpefiHeM 22), MpUHUMAIOIIKeE y4a-
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CTHe B TPAHCKPHUIIIMOHHOMN U MOCTTPaHCKPUIILIMOHHOM Peryysauy SKCIPecCun
reHoB nmyreM PHK-uHTepdepeHnny.

miRNA-33-5p zmeiicTByeT Kak MexaHO4YyBCTBUTesNbHasA MiRNA, nomoxu-
TeJIbHO peryaupyromas ocreobaacroreHes. I[1py MOBBIIEHNN YPOBHS 3KCIIpec-
cun miR-96 yBenuunBaetcst yposeHb [I[® 1 xu3HECIOCOGHOCTH OCTE06IIACTOB.
YpoBeHb miRNA-133a NOBBIIIeH y KeHIIMH eBPONeOUTHOM pachl B IOCTMEHO-
nay3e ¢ Hu3koil MIIK, a ypoBenb miRNA-194-5p u miRNA-21-5p orpuna-
TesbHO Koppenupyer ¢ MIIK y kuraiickux sxeHimuH ¢ OI1. Takxe uneHTndu-
1poBaH miR-21-5p B onosnHeHKe K YeTbipeM ApyruM miRNAs (miR-23a-3p,
miR-24-3p, miR-100-5p u miR-125b-5p), koTopsle auddepeHInanbEHO IKC-
IIPeCCUPYIOTCA B CHIBOPOTKE U aKTUBUPYIOTCA B KOCTHOW TKAHU y NMAL[MeHTOB
¢ OIl-nepenomamu. HabmonatoTcs miRNA, KOTopble B3aMMOJIECTBYIOT C 13-
BECTHBIMH KJIIOUEBBIMU PEryisaTOpaMy KOCTHOTO MeTabonu3ma: miR-152-3p
1 miR-335-3p c Dickkopf-1, miR-30e-5p ¢ Lrp6 u BbimeynoMsaHyTbIiA miR-133
¢ Runx2. Kpome Toro, moxkasaso, 4to ypoBHA MiRNA B CEIBOPOTKe U3MeHSAI0T-
ca B oTBeT Ha jeyeHue OII. Dkcrpeccus miR-33 u miR-124 cauxkaetcs nocie
3 Mec JiedeHUs1 peKOMOMHAHTHBIM THpenapaTHIoOM, a ypoBeHb miR-133a cHu-
YAEeTCA TOJBKO ocsie 12 Mec JieyeHus, 9TO COBIAZAeT C MOBbIIEHNEM PeaKTUB-
Hoctu MIIK na 12 mec.

Kak u mpu apyrux MHOropakTopHbix 3abosneBanusx, npu OII uccreny-
I0TCA 3MUTreHeTUYeCKre MeXaHM3Mbl BO3HUKHOBeHUA. K HUM OTHOCAT-
cA: METUIUPOBAHUE Ne30KCMPUOOHYKIenHOBOUM kucinoTel (JHK), moaudu-
Kal[iy TUCTOHOB M MOCTTPAHCKPUIIMOHHASA peryiasalus 3KCIPeccuy TeHOB
Hekozpupywomeir PHK (miRNA). Bt mporecchl cocoGHBI CHHEPrYecKu
peryIupoBaTrh 3KCIPEeCcCUI0 TeHOB IyTeM M3MeHeHHs OPraHM3aluy Xpoma-
tuHa 1 goctynHoctd JHK. Merunuposanue [THK, MoauduKkaymy racTOHOB
u PHK-accounupoBaHHble MeXaHMU3Mbl IPUBOAAT K U3MEHUYMBOW 3KCIPECcCUU
UJIEHTUYHOW TeHeTH4YeCcKOW MHQOPMAIMY B 3aBUCUMOCTH OT OKPYXAIOIIUX
YCJIOBUM, YTO MPUBOAUT K YCUJIEHUIO IKCIPECCUU WJIN CHYDKEHUIO aKTHUBHO-
ctu reHoB. MetunupoBanue JTHK oka3biBaeT BivisiHie Ha U PpepeHIupPOBKY
YU IeATeNIbHOCTb KOCTHBIX KJIETOK Y Y4acCTBYeT B NIATOreHeTUYeCKUX MeXaHU3-
Mmax OII. MerunupoBanue JJHK B 11eJI0M CHI)KaeTcs ¢ BO3PacTOM.

B psize uccnenoBanuii MITK nsitouHoi KocTu 6buTH BhisiBiieHbI 1103 He3a-
BUCHMbIe TeHHble aCCOLUAINHU, JOCTUTIINe TIOJTHOTeHOMHOTO YPOBHsI 3HA4U-
MocTd B 518 renax. Ho naxe Takoil MacCHB JJAHHBIX 0OBSACHUI TONBKO 20%
deHOTUNNYECKON M3MEHYMBOCTH. DTU [aHHBbIE CBU/ETEIbCTBYIOT O TOM,
yro MIIK oueHb MOJIMTeHHA WM ZIa)ke OMHUTeHHA ¥ YTO OOJIbINYIO YaCThb reHe-
TU4ecKoi ocHOBbI MIIK elrle NpeACTOUT OTKPBITb.

Takum 06pa3oM, UCCIIeZIOBaHIe HACJIe[CTBEHHbIX U reHeTHYeCKUX Map-
KepoB OII fABnAeTCA NMEePCIEeKTUBHBIM [ IPAKTUYeCKOTO UCIONb30BaHUA.
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g BeiaBnenus u jedeHus Ol cnenmanucraM NpakTUYecKoro 31paBooxpa-
HeHHs M0JIe3HO UCII0JIb30BaTh reHeThYecKre MapKephl [ BbIABJIEHUS Mpefi-
pacnonoxeHHbIX K OIT GOMbHBIX.

4.2. BONIE3Hb NEAXKETA
b.A. Pe6pos

Bosnesus Iemkera (1edopMupyrommii 0cTenT) — XpOHMYIECKoe 3a6oeBa-
HHe, Pa3BUBAIOIIeeCs BC/IE/ICTBYE HAPYIIEHHOTO KOCTHOTO PeMO/eINPOBaHHuS,
NPUBOZSIIEe K YBEIMYEHHUIO Pa3Mepa U e opMalivii KOCTelt, IPOosIBIISIOIIeecst
60sIMU B KOCTSX, TTaTOJIOTUYECKUMU TepesioMaMK ¥ apTpUTaMu OJi3siexa-
IIMX CYCTAaBOB, B PEAKUX CJIyYasiX — C PA3BUTHEM 3JI0KaYeCTBEHHOTO MpOIiec-
ca (capkoma ITemxera). B GOJIbUIMHCTBE CIIy4aeB MOPAXKAOTCS OCEBOM CKeJIeT
¥l ero OT/ieJIbL: Ta3, GeapeHHble 1 O0JblIe6epIOBbie KOCTH, MOSCHUYHbINA OT/e
TI03BOHOYHVKA, JIONIATKU, KOCTH Yeperia.

3abosieBaHrie ObUIO BIEPBbIe BBIAENEHO W OMUCAHO B KoHUe XIX B.
TixeiimMcoM Tle/keToM, KOTOPBIi CYMTAI er0 BOCIATUTENbHBIM, B CBS3H C YeM
JiaJI poLieccy Ha3BaHue «aedopMUpYyOmuil octenT». [Tocie Gosee feTaabHO-
ro n3y4eHusa MexXaHN3MOB pPa3BUTUS MMaTOJIOTHYECKUH nponecc Ctajy Ha3bI-
BaTh ocreoaucTpodueit, uim Gones3nbio Ilempkera.

Jnudemuonoaus

YacroTa 3a60sieBaHUS BapbHUpyeT B LIMPOKUX Hpesiesax u paBHa 0,5-8,0%
B HONy/sALyy. Yalie CTpajaioT JaHHBIM 3a00JIeBaHIEM MYXXYHHBI, YeM JKeH-
umHbI (3:2). Hauunas ¢ 50 siet 3a6oeBaeMOCTb yaBauBaeTcs Kaxzasie 10 sier,
nocrurast mouty 10% k 90 rogam. IIpeactaBuTenyt eBpOMeOUIHOM packl 3a60-
neBaroT vaiie. Cydau 3a60ieBaHUS B CKAHAWHABCKUX CTPAHAX, A3UM PeIKU.

Amuonoaus, namozeHe3

B HacTosIee BpeMsi TOYHAs NPUYMHA 3ab0NeBaHUS He M3BECTHA, OJHA-
KO CYILIECTBYIOT CJIEAyIOIVe TeOPUU O NPUYMHAX BO3HUKHOBEHUS 0OOJIe3HU
ITemxera: aKoJIOrMYecKasi, BUPyCHas U reHeTHYecKasl.

K HacrosieMy BpeMeHU ONMUCAHbI MyTauuu B reHax SQSTMI (xoxupyet
6enok p62, perynupytonmii GyHKIUIO ocTeoknactoB), RANK (komupyet pe-
LIeNTOp aKTUBATOpa fAiepHOro ¢pakTopa KB — MeMOpaHHbIiA Geok 1-ro Tuma,
9KCIIPeCcCUpyeMbIi Ha TIOBEPXHOCTH OCTEOKJIACTOB, BOBJIEYEeHHBIN B X aKTHUBA-
VIO TIPY CBA3BIBAHUM C JIMTAHJIOM), a TakKe JIoKycax 5q31 u 6p.
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BupycHas 5THOIOrMA A0 KOHLA He JI0Ka3aHa, OQHAKO IPeAIoaraioT, 4To
BUPYC aKTUBUPYeT aHOMaJIbHYIO0 aKTUBHOCTb OCTEOKJIACTOB TOJILKO Y FeHEeTH-
4eCKH MpeJpacronoXeHHoro nanueHrta. [1outu y 40% GONbHBIX BLIABIIAETCA
OTATOIIEeHHBIN CeMelHbI! aHaMHe3, XapaKTepu3yoMUuics ayTOCOMHO-/JOMU-
HAHTHBIM TUIIOM HaCJIeJOBAHUA

ITpu 6one3nu Iemxera CKOPOCTh PeMO/IETIMPOBAHUS KOCTH YBeJINIUBAETCS
B 10-20 pas.

B maroreHe3e 3a60J1eBaHuA BBIIENAIOT 4 CTaIUH.

I. VHunuanbHasg, OCTeONUTHYECKAasA — CTaAus MOBBIIEHHON aKTUBHOCTH

OCTEOKJIaCTOB.

II. AxTrBHAfA, codeTaeT OCTEOJIU3 U OCTEOTreHe3 — CTaZAuA OCTEOKJIACTO-
0CTe061aCTHOW aKTUBHOCTH.

II1. HeakTuBHAs, OCTeOCKJIepoTUYeckas — CTajus MOBBINIEHHOW aKTUB-
HOCTH 0CTe001acTOB.

IV. Cranua 310Ka4eCTBeHHOM JlereHepaLuy.

CormacHo MKB-10, 6o:e3Hb ITemkeTa OTHOCKTCS K paszeny «Jlpyrue ocTeo-
nartun» (M86-M90).

« M88 Bonesus IlemxeTa [nedpopMUPYIONINIA OCTENT].

— MS88.0 ITopaxeHue yepena mpu 6oe3uu [lemkera.
— MS88.8 IlopaxeHue Apyrux KocTeii mpu 6one3nu Ilemxera.
— M88.9 Bonesus Ilemxera (kocTeil) HeyTOYHEHHAS.

KnuHuyeckas kapmuHa

Knuuudeckass kapTuHa 3a00JieBaHUs 3aBHCUT OT CTeIeHU MOPaXKeHWs
U BHUJla TIOpaKeHHOU KocTu. Pasnuuatotr morooccansryro (70-80% ciydaes)
U nonuoccansuyro Gopmbl 60se3Hu IlemxkeTa, pyU KOTOPBIX B MPOIIECC BOBJIE-
YeHbI OJIHA MJIK HECKOJIBKO KOCTel COOTBETCTBEHHO.

HawuGonee yacTo mopakaroTcst mapHbie GeapeHHbIe, 60JbIIe6GepIOBLIE,
Ta30BbIe KOCTH, a TaK)Ke MO3BOHKKM M KOCTH 4Yeperna. BoyibHbIe IPebsSBISIOT
*kao0bl Ha CUJIbHBIE KOCTHBIE 6071, TepOpMaliK KOCTel, TIyXOTY U TaToJI0-
THUYecKue TepesioMbl, OIHAKO BCTPEUAIOTCS CIydar HeCCHMMITOMHOTO TeYeHHUst
3aboneBanus. Haubosee momsepxeHbl aedpopmanusM OefpeHHas U 6OJb-
ure6eprioBasi KOCTH, TaK KaK MCIIBITBIBAIOT GOJIbINMe HArpy3KU Maccoi Terna.
OTMeuaeTcsi u3MeHeHHe HOPMBI TOJOBBI U JIMI[A, UCKPUBJIEHHE HWKHUX KO-
HevHOCTel B Buzie X-00pa3Hbix win O-o6pa3Hbix edpopmanuii. [TopakeHHbIe
KOCTH YTOJIIAIOTCS, CTAHOBSATCSA XPyMKAMU. [lepesioM MOXEeT BO3HUKHYTh
Iaxe mpu HeGOJbIIOM TpaBMe. IIpu JOKaIM3aluK OCTEUTa B 06IACTU KOCTed
HIDKHUX KOHEYHOCTEH BO3MOXKHO MCKPHBJIEHHE HOT (Yalle CTpajaioT roje-
H1). Ecoiv mopaskaeTcsi MO3BOHOYHMUK, CIIMHA MOXKeT Z1epOpPMHUPOBAThLCs, CTaTh
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cyrtynoi. IIpu ocMoTpe BOJIM3Y 04aroB MOpaXkeH!sl MOXeT HabJII0aThCsl IpH-
IyXJIOCTh, IOKPACHEHNe U MEeCTHOe TOBbINIeHNe TeMIIepaTypbl KOKHBIX I10-
KpOBOB. IIpu OIynbIBaHUY NOPA’KeHHOM 30HBI MOTYT BBISBJIATHCS YTONIEHUS
Y HepoBHbIe Kpas KOCTH, He3HaYMTeJbHOe [aBjleHre Ha NMOpaKeHHYI0 KOCTb
MOXeT TpHUBeCTH K mHepenomy. ITopaxkeHue KocTeil uepera MOXeT COIPO-
BOXXZIATbCS YBeJIMIeHEM pa3MepOB TOJIOBHI 1 ee iepopManuet.

Ecmn nedopMupoBaHHbIe KOCTH 4epena M NMO3BOHOYHMKA OKAa3bIBAIOT
NlaBjieHue Ha HepBHbIe CTBOJIBI WJIM HEPBHYIO TKaHb, IOSABJISAETCS HEBPO-
JIOTMYecKas CUMITOMAaTHKa. VI30bITOYHOe HaBjeHHe Ha TOJIOBHOM MO3T,
CIIMHHOM MO3T, HepBHbIe KOPeIIKH, CHIKeHHe (CHHAPOM OOKpaJbIBaHUS)
KPOBOCHA6XeHUs I'OJIOBHOTO M CIMHHOTO MO3Ta. BO3MOXHO pa3BUTHe WH-
dapkroB Mosra. IIpu mopaxeHWH ceAbMON Tapbl YepelnHbIX HEPBOB pa3s-
BUBAeTCs HeHpOCeHCOpHas TYroyXoCTb, BOCbMOW — HapylleHHe 3peHHUs.
IIpu cnaBjeHUU CMHHOMO3TOBBIX KOPELIKOB BO3HHMKAeT OLlylleHHe Mypa-
IIeK, IOKaJbIBaHUe ¥ OHeMeHHe B TYJIOBUIe U KOHeYHOCTAX. IIpu mopaxe-
HUU KOCTed B 06J1aCTH JIy4e3amsiCTHOTO CyCTaBa MOXKET Pa3BUTbCS CHHAPOM
3alACTHOrO KaHana. [7yxora MoeT ObITh BbI3BaHA U C/laBJIEHUEM CIYXO-
BOT'O HepBa BCJIe/ICTBHE OCTeOCKJIepo3a BUCOYHON KOocTH (pHc. 4.1, cM. IB.
BKJIEHKY).

[Ipu Tsxenom TedeHuu Goses3nu Ilemxera (15% ciyuaeB) MPOUCXOTHUT
dopmupoBaHre apTepHOBEHO3HBIX (QUCTYN B KOCTAX C Pa3BUTHEM TaKOH
CepzileyHO-COCYAUCTON MaToNOTuy, Kak runepTpodus cepaua, cepiiedHass He-
JOCTaTOYHOCTb, KaJbl(uKaLua MUTPaJIbHOrO KaanaHa. ITpomecc paspyie-
HUS KOCTHOM TKaHU MOXeT TPaHCOPMHUPOBATLCS B HEOIIACTHYeCcKoe 0bpa-
30BaHMe.

JluazHocmuka

Buoxumudeckoe uccienoBaHue BbisiBiseT 6osee yeM B 80% ciydaeB mo-
BbireHue obuieit II[® u ee KOCTHOU QpaKLUK B CHIBOPOTKE KPOBHU, a TAKXe
OCTeOKaJIbLIMHA.

VIMMyHOQepMeHTHBIf aHalu3 BBHIABIAET yBelUYeHHe COZepKaHUsd
C- 1 N-TenonenTuzioB B KPOBY, @ TaKKe yBeJInueHNe BbIBeJIeHNs C MO4ON OKCH-
NPOJIMHA, TUPUAKUHOJMHA, 1e30KCUITUPUINHOINHA.

Ompenenenue crenupruyecKix MapKepoB KOCTeo6pa3oBaHus (OCTeOKallb-
uuHa, PINP) u koctHo# pe3op6uun (CTX, uNTX) pekomeHayeTcs MarueH-
TaM IS OLIeHKU OTBeTa Ha JledeHHe, a TaK)Xe Te4eHUs 3ab0eBaHUsA y Talu-
eHTOB 0e3 JleyeHHUs, KaK U IIPU CTAaHAAPTHOM BelleHUU 60ibHBIX OII (Takxke
cM. pasgen 1.5).
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OCHOBHBIM HHCTPYMEHTAJbHBIM METOZOM JUAarHOCTHKU SIBJISIETCS] PEHT-
reHorpa¢us. TUNMYHBIMU peHTreHorpaduuecKuMy MpU3HAKAMU SBIAIOTCA
0CMeocKknepo3, uepedyrouuticss ¢ Yy4acmKkamu 0Cmeonu3d, yBeiudeHrue KOCTU
u nepopmanus. Ha peHTreHorpaguueckom CHIMKe deperna 60JIbHOTO MOKHO
HabJI0/1aTh YBeJINYeHHbIe pa3Mephl KOCTell Yepera, PhIXJIYI0 CTPYKTYPY KOCTeH
CBOZIa Yepella, a TaK)Xe [IPU3HAKYU NOBBIIIEHUS BHYTPUYEPEIIHOTO [aB/eHusl.
PenTtreHorpadus KOHEYHOCTe! U Ta3a 1M03BOJseT OOHAPYXUTb B TPYyOUATHIX
¥ Ta30BBIX KOCTAX yBeJM4YeHNe pa3MepoB, yTOJIeHre HaIKOCTHUYHOTO CJI0,
y9aCTKY pacnaza KOCTU U CKJIepo3a, ZieeKThl CTPYKTYPhI KOCTH, AedopManuu
¥ [IaTOJIOTUYEeCKYe IepeioMBbl.

Yame Bcero mpu 6Gone3nu Ilemxera nopasxcaromcs odna (y 1/3 6omb-
HBIX) UAU HECKONbKO Kocmeli ckenema (B CpefiHeM 3 CMeXHble), B OCHOB-
HOM 3TO KOCTH Ta3a, GeZpeHHast KOCTh, MOSCHUYHBIN OTZEeN MO3BOHOYHUKA
(puc. 4.2, cM. IIB. BKJIEHKY).

[Ipu Gone3uu IlemxeTa MPOUCXOAUT Pe30pOLUS KOCTH <«MO3aMYHOTO
TUNA». Y4aCTKU YIUIOTHEHUS U Pe30pOLK UMeIOT HeueTKHe KOHTYphI (Bart-
HBII PUCYHOK).

I[Ipu 03710KaueCTBIEHUY TIOPAXKEHHON KOCTU MOTYT OBbITh BBISIBJIEHbI CAPKO-
MaTo3Hble NU3MEHeHHUs.

Bo3MoXHO TpoBeneHue CHMHTUrpaduu KocCTeld, KOTOpas MO3BOJUT
OIIpe/ieJIUTh PACIPOCTPAHEHHOCTb 3a60JieBaHUS M BBIBUTH BO3MOJXXHbBIE
aCUMIITOMHbIe MOpaXXeHUS KOocCTeH. [l MCKIIOYeHHs BO3MOXHOI'O MeTa-
CTaTMYeCKOTO MOpaXeHWs KOCTel CcJieflyeT MPOBECTU OUOINCHIO y4acT-
Ka KOCTH.

KT u MPT npoBozsT B ciIy4asix, KOrja He yaaeTcss OOGHApYKUTb [aTONOTH-
YyecKye IepesioMbl Ha peHTreHorpaduieckux CHUMKAX U B CIIy4asx MOZO3peHuUs
Ha TpaHcOPMAILIO N3MEHEHHBIX YYaCTKOB KOCTHOW TKAaHHU B 3JI0Ka4eCTBEHHOE
HOBOOOpa30BaHue.

ITpoBenenue peHtreHorpaduy CienyeT TOBTOPATh B IMHAMUKe depe3 1 rof
T0CJIe TIePBOHAYAILHOTO YCTAHOBJIEHNS IMarH03a U Havyasia JiedeHus1 BceM 60JIb-
HBIM ¢ Gose3HbI0 Ile/pKeTa, MMEIOIMM OCTEOJUTHIECKHe OYary, Jjisl OLeHKH
UX OTBETA Ha JIeYeHHe.

NB! B orimnune ot OII, Korga mopakeHue KOCTed HOCUT CHUCTEM-
HbII XapakTep, npu 6osie3Hu IlezkeTa MOpPaXKarOTCsA OfHA WM HECKOJIb-
KO KOCTel CKeJieTa, IPU 3TOM OCTEOCKJIEPO3 YepeflyeTcs C y4acTKaMu
0CTEOJIN3a.
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JleueHue

Cumnmomamuueckue neuerue. B nepByo odependb JiedeHUe JJOJKHO OBITH
HampaBJieHO Ha KyNMpOBaHKe H0JIeBOTO CTaTyca:

 aHAJIbTETUKHY;

 HecTepou/Hble IPOTHBOBOCIANNTEbHEbIE [TPeIaparhl.

I[IpenapaToM BbIGOpA ABJIAETCS KETOPOJIAK.

» Keroponak ([lonak*, Keranruu*, Keranos*, Keropomnak*) — Tab.

10 mr x 1-4 pasa B cyTku, max 40 mr/cyt — p-p 1,0 ma — 30 Mr, B/M — CUM-
NTOMAaTH4ecKH, max 90 mMr/cyT.

Ilamozenemuueckoe /nieveHue BKIIOYAaeT Ipenaparhl, NPeNATCTBYOLINE
pacmazy KOCTHOUM TKaHU, — aHTHPe30pOTHBHYIO Tepamnuio: 6uchocoramot
u derocymab (cM. paszen 1.6).

DPPeKTUBHO MpPUMeHeHMe B/B 03kl 5 MI' 30JIeIPOHOBOI KUCJIOTH 1 pa3
KaK Tperapara BbIOOpa y MAalKMeHTOB, He MMEIUINX MPOTUBOMOKA3aHMUIL.
I[Tpu He06XOAUMOCTHU OBICTPOrO KYNUPOBAHKSA CUMITOMOB MJIU B CJIy4YasiX Bbl-
paXeHHOW aKTMBHOCTU 3a060JIeBaHMsA TIpe/ylaraeTcs MCIOoJIb30BaTh MapKephl
KOCTHOH pe30pOIK 0 ¥ BCKOPe MOCJIe JIeYeHuUs AJIsi IPOTHO3UPOBaHUS OT-
BeTa Ha MeAWKAaMeHTO3HYIO Tepamuio. [[Js MakCUMaJbHOTO IIPOJJIeHNs pe-
MUCCHH TIpeJjiaraeTcsi CHY)XKeHre KOCTHOTO 0OMeHa 710 MeHee CepelnHbI pede-
PEHCHOTO MHTepBaJIa Jisi BBIOPaHHOTO MapKepa KOCTHOrO 0OMeHa.

ITpenapaToM BTOpO¥ JIMHUX [IATOTeHEeTHYeCKOW Tepanuu (IIpU pe3uCTeHT-
HOCTH K 6rcdocpoHaTam), crocoOCTBYIOMUM GOPMUPOBAHKIO TIOJTHOLEHHOH
KOCTH, ABJIAETCS KAJIbLIUTOHUH, KOTOPhI HazHavyawoT o 100 ME n/k, B/M exe-
ZHEBHO JI0 KY[TPOBAaHUs BLIPAXKEHHOT'O 60J1eBOT0 CHHIPOMA U HEBPOJIOTHAYec-
KO CMMIITOMAaTUKH, 3aTeM 7103y cHuxaioT 10 50 ME exennesHo unu 100 ME
yepes3 JieHb (cM. paszen 1.7).

ITpu pa3BUTHHU OCIOKXHEHHH B BHJe MATOJOTMYeCKUX MepeioMOB, KOCT-
HbIX fleopMaLHii 1 TIOBPEX/IEHUI CyCTaBOB MPUGErarT K OlepaTUBHOMY Jie-
yeHu10. IIpy BbIpaXXeHHBbIX apTPO3aX peKOMEH/I0BAaHO 3H/IONIPOTe3lpPOBaHKe
CyCTaBOB, AJIS McIpaBieHus gedpopManuii KocTeil — OCTeOTOMUS, TIpU Iepe-
JIoMax — XUpPyprudeckas KOppeKUus ¢ Gpukcanueil yacteid KoctTu. B ciyyasx
MOpa)keH¥st T03BOHKOB ¥ C/IABIMBAHKS UMY CIIMHHOTO MO3Ta MOXeT MoTpe6o-
BaTbCS HEMPOXUPYPrudecKoe BMeIlaTelbCTBO.

ITocse OCTIKEHUS] PEMUCCUM M CTaOUIIM3ALMH TTPOLecca, XapaKTepu3syio-
IIUXCS CHUKeHHeM OOJIeBBIX OINIYIIeHWH, OTCYTCTBHEM HOBBIX 0YaroB I0pa-
)KeHUsl, HoOpMaibHbIM ypoBHeM 11D, HeoOXoAMMO AMHAMUYecKoe Haboze-
Hue 3a 6OJbHBIMU: KOHTPOJb akTuBHOCTH 11D 1 pa3 B KBapTas 1 MpoBeieHue
PEHTTeHOJIOTHYeCKOTO MCCIIeIOBAHMS eXerofHo. B ciyyasx BO306HOBIEHHUs
KJIMHUYeCKOU KapTUHbI IPOBOJSAT NOBTOPHBIN KYPC JIeYeHUs .
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