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KJIMHUYECKUN CIIYYAN OCTEOIIOPO3A Y MYKUYIMHbBI
MOJIOJIOTO BO3PACTA C OIVICII/TIASUEN COENMHUTEIBHON TKAHU

Boenno-meduyunckuti paxynvmem
6 YO «benopycckuii 20cy0apcmeenHvlil MEOUUUHCKULL YHUBepCcUmem»,
432 opoena Kpacroti 36e30b1 enasHwlii 80eHHbLI KAUHUUECKUTI MEOUUUHCKULL eHmDP,
Mumnck, benapycv

B ﬂpeaCi’HQBHEHHOM KIUHUYECKOM npumepe onucaH c;zyuait, uHmepeCHblﬁ C NO3UUUU CTIOHHOCIMU OUAZHOCMUKU
NPpUUUHbL CHUNECHUST KOCMHOU maccol / ocmeonoposa u cycmasHo2o 6011e8020 cuubpoma 8 MOOOOM sospacme, KO-
mopuvle pa3sunucey y nayueHma ¢ HapyuieHuem passumust coeouHumenvHoil mrxaru. Onucanol 603MONCHbLE NAMO-
2eHemuyecKue MexaHu3dmol HapyuieHUus ocreo2eHe3a npu namonocuu COEOUHUMENbHOL MKAHU. AKMGHH’ZUPOBQHO
BHUMAHUE HA Heo0X00UMOCHb uﬂausubya/zbuoeo 1n00X00a U HAAUYUS KIUHUUECKO20 MblUUTIeHUS Y epaqa 6 paH-
HeM pacno3Hasanuu I’lO/'lLl(ﬁ(lKﬂlOpHOljl namosno2uu 0cmeonopo3a u HasHa1eHuu adexsammulx neueOHvLX U npogﬁu—
aKkmuvecKkux Meponpuﬂmuﬁ, CHOCoOHDLX npebomepamumb OCTIONCHEHUS 8 8Ude 0Ccmeonopomu1ecKux neperomos
U yiyvuiumoe Kkauecmaeo MU3HU nauueHmos.

Knioueswvie cnosa: ocmeonopos, HacnedcmeeHHoe HapyuieHue (bucnﬂasuﬂ) COeOUHUMENbHOT mMKaAHu, MuHe-
panvHas niomHocmo KOCMHOU MKAHU.

A. S. Rudoy, O. V. Chernysh, A. A. Bova, V. V. Valuevich
CASE OF OSTEOPOROSIS IN MEN YOUNGER WITH CONNECTIVE TISSUE DYSPLASIA

In the present example describes a clinical case interesting from the standpoint of reducing the complexity
of diagnosing the causes of bone loss / osteoporosis and joint pain at a young age, which occurred in a patient with
impaired connective tissue development. The possible pathogenetic mechanisms of disorders of bone formation with
connective tissue disease. The attention to the need for an individual approach and the availability of clinical thinking
of a doctor in the early detection of multifactor pathology of osteoporosis and appointment of adequate treatment and
preventive measures, can prevent complications such as osteoporotic fractures and improve the quality of life of patients.

Keywords: osteoporosis, an inherited disorder (dysplasia) connective tissue, bone mineral density.

I—I pobAeMbl HapylleHWUa GOPMUPOBAHUSA KOCTHOM
TKaHW y AWML, MOAOAOTFO BO3pacTa SIBAAKOTCA OAHOM
M3 aKTyaAbHbIX 3apay COBPEMEHHOrO 3ApPaBOOXPaHeHUs
B CWAY, KaK BbICOKOM pacnpoCTPaHEHHOCTH, TaK U AeTep-
MWHUPYIOLLErO BAMSAHWS Ha AaAbHelllee pa3BUTME OocTe-
0ornoposa B CTapLlinx Bo3pacTHbIX rpynnax. OAHUM K13 dak-
TOPOB, NMPUBOAALLMX K HEAOCTATOYHOMY HAKOMAEHWIO MU-
KOBOW KOCTHOM Macchl U CycTaBHOro 60AEBOro CMHAPOMA
B MOAOAOM BO3pacTe, ABASIETCA HaCAEACTBEHHOE Hapylue-
HUe CTPYKTYPbl U QYHKLUMU (AMCIIAA3MM) COEAMHUTEABHOM
TkaHm (HHCT) [1, 8]. Bpauy He Bceraa yaaetcsi 06beKTUBHO

OLLEHUTb MHOXECTBO CUMMNTOMOB M Pacrno3HaTb CPeAU HUX
CUCTEMHYIKO MaTOAOTUIO COEAMHUTEABHOW TKaHW. Mexay
TeM, UMEHHO HACAEACTBEHHbIE U BPOXAEHHblIE aHOMaAUU
COEAMHUTEABHOWM TKaHW MPOSIBAAIOTCA TakMMW MpU3HaKa-
MW, Kak MUOMUA, KUGOCKOAMO3, NMPOAANC KAanaHa cepaLa,
MAOCKOCTOMNE U AP. K COXaAEHUIO, HEe YAEASETCA U AOAX-
HOrO BHMMaHUA OLEHKE MUHEPAAbHOW MAOTHOCTU KOCTHOM
TKaHW y nauneHToB, cTpaparowmx HHCT. Toraa kak, Bepo-
ATHOCTb HAAUUYUA HapPYLLUEHUA OCTEOreHesa npu NaTtoAoruu
COEAMHUTEABHOM TKaHU AMKTYET HEOOXOAMMOCTb PaHHEero
CKPUHWMHra HapylleHW KOCTHOro mMetaboAuM3ma C LeAbto
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Y Ciry4aii U3 MPaKTUKM

CBOEBPEMEHHOI0 MPOBEAEHWSA aAEKBATHOIO AEYEHMA 1 NPO-
OUNAKTUKM AGHHOWM MATOAOTUM.

MauuneHT H., 1996 r. p., rocNMTaAM3npoBaH B racTpo-
9HTEPOAOTUYECKOE OTAEAEHUE «432 FAaBHOMO BOEHHOrO
KAMHUYECKOrO MeAMUMHCKOoro ueHTpa BC PB» B sHBape
2016 r. N0 HanNpPaBAEHUIO BOWMHCKOM 4acTW C AMArHO30M
MAMOMNATUYECKMI OCTEOMNOPO3.

Ha mMomeHT ocmoTpa 6ecrnokouAn xanobbl Ha MocTo-
AHHble HOAM B MAEYEBbIX CycTaBaXx, yMEeHbLUatoLLMecs npu
MOAHATUW PYK BBEPX, HOOLLME BOAU B CMIUHE (MOACHUYHBIN
OTAEA MO3BOHOYHWMKA) MPWU MPUBbIYHBbIX GU3MUYECKMX Ha-
rpy3kax M yCUAMBAIOLLMECS B OPTOCTATUYECKOM TMOAOXKE-
HWM, BbICTPYIO YTOMASEMOCTb.

M3 aHamMHe3a W3BECTHO, UYTO AaHHble Xanobbl NoABw-
AWUCb TPU FOAA Ha3ap, B TEUEHUU MOCAEAHUX LLECTU MecCs-
LEB B CBfA3M C BbINOAHEHWEM OOAEE MHTEHCUBHbIX GU3M-
YEeCKMX Harpysok MporpeccupoBanu, NEPUOAUUYECKU NpPU-
HUMaA obesboAanBatoLLMe npenapaTbl 6€3 3HAUYUTEAbLHOTo
yAyuLleHus. HacAeACTBEHHbIM @aHaMHe3 Mo NaToAOrMK coe-
AVHWUTEABHOM TKaHU He YTOYHEH (POACTBEHHUKMW He obcae-
AoBaAuUCh). lepeHeceHHble 3aboAeBaHUs: comaTodopMm-
Hasi BeretatMBHas AUCOYHKLMA MO KapAUAABHOMY TuMy;
NpoAanc MWUTPAAbHOTO KAanaHoB 1 cT. 6e3 HapyllueHus
BHYTPUCEPAEUHOM FrEMOAMHAMUKHK; ANMUAEMUYECKUIA Napo-
TUT B AETCKOM BO3pacTe, nepenom danaHrn 1-ro nanbua
ctonbl (napeHue rupu) B 2010 1.

Mpu 06cAeA0BaHUM B MOAUKAMHUKE MO MECTY XUTEAb-
CTBa BbIIBAEHbI: 60AEBOV CUHAPOM B MOSICHUYHOM OTAENE
NMO3BOHOYHMKA U MAEYEBbIX CycTaBax, YTO MOCAYXMAO MO-
Ka3aHMEM AASl KOHCYAbTALMW HEBPOAOTa W BbIMOAHEHWUIO
OCTEOAEHCUTOMETPUM, MO pe3yAbTaTaM KOTOPOM AMArHo-
CTMpOBaH ocTteonopos (no T-kputepwmto) LI-LII, octeoneHus
LII-LIV no3BOHKOB, Lieek BeApeHHbix kocTel. MNocae p006-
CAEeAOBaHUA 3HAOKPUHOAOTOM B anpene 2015 r. yctaHOB-
AEH AMArHo3 «ManonaTtMyeckui octeornoposd 6e3 naToAoru-
YEeCKMX NeperoMOoB».

Mpu ocmoTpe obliee COCTOSIHUE YAOBAETBOPUTEAb-
Hoe. ACTEHMYECKUIN TUM KOHCTUTYUMUK (puc. 1). YAOBAETBO-
puTeAbHOro nutaHus (MMT = 19,66 kr/m2). Poct 168 cwm,
mMacca TeAna 55,5 kr, AA 120/70 mm pT. cT, nyAbCc 60
B 1 MUHYTY, PUTMUYHbIA. KOXHblE NOKPOBbLI TEAQ, BUAUMbIE

Puc. 1. ActTeHnyeckuin tmn KOHCTUTYLMN, KObINOBUAHDBIE AOTMTATKU

CAM3UCTbIe 0ObIYHOWM OKPACKM, BAAXHOCTU, UNCTble, B 06-
AQCTU TPYAMHBI U Ha CMKWHE — AOKaAbHasi AEMUrMeHTauuu
(BUTMAMTO), AMCTaAbHbIA TUNepruapos. Mepudepuueckue
AMM®aTUUECKUE Y3Abl, AOCTYMHbIE NaAbMNaLuu, He yBeAUYe-
Hbl. KOCTHO-CyCTaBHaa cucTema: KPbIAOBUMAHbIE AOMATKMU,
ynaouleHHas ¢opma rpyAHOW KAETKW, AMCNPONOPLIMOHAAD-
HOE TeAOCAOXEHUWE, LUIMPOKas LWes, AMUEBbIE AM3MOPOUN
B BMAE FOTMYECKOro cBopa Heba, Manble pasMepbl YLIHbIX
pakoBWH (pUC. 2). N36bITOUHbIE ABUXEHUS B NMAEUYEBBIX CY-
CTaBax: Mpu OTBEAEHUU AeBOTO NnAaeya Ao 90°, NnpaBoro nae-
ya A0 100° 1 NpuBEAEHMM COTHYTOM B AOKTEBOM CycTaBe
PYKW K CaruTTanbHOM MAOCKOCTU BO3HWKAET 3aAHUI BbIBUX
rOAOBKW A€BOTO U MOABbIBMX FTOAOBKM NPABOro nAeva, KOTo-
pbii NaLMEHT CaMOCTOATEABHO BNPABASIET OMPEAEAEHHbIM
ABWXEHUEM WAM BbIBUX CaMOMPOM3BOABHO BMpaBAfeTCA
npu OMyCKaHWU BbIBUXHYTOFO MAeYa BHU3, YTO COMPOBO-
xaaetcst 6OAbIO U XpyCTOM B NAeYeBOM cycTaBe. CrnbaHune
B NpaBoM nAevyeBoM cyctaBe - 180°, pasrubanue - 40°,
otBepeHue - 180° crubaHue B A€BOM MAEYEBOM CY-
ctaBe - 180° pasrnbaHue - 40° orBepeHve - 180°.
ABUWXEHUS B NAEYEBLIX CycTaBax BHOAE3HEHHbI B KPaWHUX
nonoxeHuax. OCb NO3BOHOYHMKA AYroobpa3HO MCKPUBAE-
Ha BAEBO, ABUXEHUS B MO3BOHOYHWKE B NMOAHOM OOBEME.
MpoAOABHbBIE CBOABI CTOM YMAOLLEHBI, YAAMHEHUE 2-TO NaAb-
ua cTon, CaHAAQAEBUAHAS LWeAb MexXAy 1-M u 2-M nanbLa-
MU CTOM. YyBCTBUTEABHOCTb M MyAbCALMS COCYAOB BEPXHUX
KOHEeYHOCTeN He HapyLueHbl. AOP-opraHbl — HocoBasi nepe-
ropoaka S-obpasHo UCKPUBAEHa BAEBO, HOCOBOE AblXaHWe
He HapylleHo. KAMHMYECKuIA cTaTyc No ApPYrumMm cuctemam
1 opraHam 6e3 0CO6eHHOCTEN.

Mpy nabopaTopHOM WMCCAEAOBaHMU MoKasaTenei o06-
Lero aHaAM3a KpPOBW, MOYM, IAEKTPOAMTHOrO cocTaBa
KpoBW, GOCPOPHO-KaAbLUMEBOTO OOMEHa OTKAOHEHWI OT
HOPMbl He BbISIBAEHO. B 6MOXMMHUYECKOM aHanu3e Kpo-
BW MOBbILWEHbI MOKa3aTeAU LLEAOUYHON docdaTtasbl 281,0
(50-250) E/A, marHmin 1,81 (0,70-0,91) MMOAb/A, MOHM-
XeH ypoBeHb BUTamuHa D (25(0H)D3) 25,9 (=30,0) Hr/Ma,
B oCTaAbHOM 6e3 ocobeHHocTel. MokasaTeAn ropMOHOB
KPOBU (POAAMKYAOCTUMYAUPYIOLWMIA, AFOTEUHU3UPYIOLLMHN,
TUPEOTPONHbIA TOPMOHBI, CBOOOAHbLIM TUPOKCWH, TECTO-
CTEPOH, KOPTU30A, NPOAAKTWH, NMapaTropMoH) B NpeAenax
HOpMbl. Mapkepbl MeTaboAM3Ma KOCTHOM TKaHW He3Hauu-
TEALHO NOBbILLIEHbI: OCTEOKAaAbLMH - 56,57(0-42,0) HI/MA,
B-kpoccaanc - 0,766 (0-0,584) Hi/MA. Mpu uuToreHeTnYe-
CKOM UCCAEAOBaHUK: Kapuotun 46, XY.

Ha R-rpammmax naeyeBblX CyCTaBOB (B CTaHAAPTHbIX
NPOEKUMAX U NPU GYHKLMOHAABHBIX MOAOXKEHUSAX) B aKCU-

Puc. 2. ToTUuecKkuii cBoA Heba, Mable pa3Mepbl YLIHbIX PaKOBWH
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aAbHOM NPOEKLMM NOCAE MPOBEAEHHOIO NAaLMEHTOM Onpe-
AEAEHHOTO ABUXEHUA 3adUKCUMPOBAHbI: CAEBA MOAHbIN
3aAHUI BbIBMX, CrpaBa 3apHWM nopBbiBUMX (puc. 3). Ha
R-rpammax cton BbISBAEHO MPOAOAbBHOE MAOCKOCTOMMUE
1 cteneHun obewnx cTomn, Ha R-rpaMmax LenHO-TPYAHOro OT-
A€Aa MO3BOHOYHUKA — AEeBOCTOPOHHUIM CKOAMO3 1 CTENEHM,
yacTMyHaa KoHkpecueHuma C2-C3 - BapuaHT pas3BuTUS
LLIEMHbIX MO3BOHKOB.

Mo pe3yAbTaTaM KOCTHOW AEHCUTOMETPWUU BbIBAEHO
CHUXEHWEe MWHEpPaAbHON MAOTHOCTU KOCTHOM TKaHW Mosic-
HUYHbIX MO3BOHKOB W LLENKU AeBON BEAPEHHON KOCTH, UTO
COOTBETCTBYET CHMXEHMIO KOCTHOM MacChl MO CPaBHEHUIO
C BO3PaCTHOM HOPMOWM (Z-kpuTtepun = -2,3).

Mpu KT nccaepoBaHum NAEYEBBIX CYyCTaBOB OTMEYaET-
CA HEpPOBHOCTb KOHTypa 06enx roAOBOK MAEYEBbIX KOCTEN
Nno AaTeparbHOMY Kpato ¢ KUCTO3HOW NepPeCcTPOMKON KOCTH,
BblpaxeHHoW 6oAblle caeBa. CycTaBHas LeAb ¢ 0beunx
CTOPOH paBHOBEAMKASA. KOHTYp HUXHEN rybbl CycTaBHOM
NOBEPXHOCTU AOMATKM CAEBA HECKOAbKO HEPOBHbIN. Yroa
Xunana-Cakca caeBa 6 rpapycoB, cnpaBa B Npepenax Hop-
Mbl. 3akAtoueHue: KT npusHakm AMCriAa3um cyctaBHOM Mo-
BEPXHOCTM AEBOM AOMAaTKMU.

Mpu Y3U cepaua onpeaeneHbl NpoAanc MUTPAABHOrO,
TPUKYCMUAAABHOIO KAanaHoB 1 CT., XOpAbl B MOAOCTU Ae-
BOro XeAyaouka. Y3U opraHoB HPtoLLIHOM MOAOCTH, MOYEK,
Anvek - 6e3 NaToAOrUK, LLIMTOBUAHOM XEAe3bl — MHOXECT-
BEHHblE MEAKME KUCTbI. Mpu Y3W cocypr0B BEPXHUX KOHEY-
HOCTEN KPOBOTOK HE3HAUWTEAbHO CHWXEH B AMCTAAbHbIX
CermMeHTax, ¢ BbICOKUM NeprdepruyeckuM COonpoTUBAEHU-
€M B AMCTaAbHbIX OTAEAAX MO TWUMY aHrMocnasma aptepum
OT YPOBHSA NAEYEBbIX apTepuii, MOPOOAOrMUYECKMX U3MEHE-
HUIM CO CTOPOHbI CTEHKU apTEPUI He BbIABAEHO. AMHaMO-
MeTpua Kucten 6e3 ocobeHHocTen. dubporacTpoayoAeHO-
ckonus, R-rpadusa anerknx 63 naTtorornu.

KoHCyAbTMpPOBaH OpTONEAOM-TPABMaTOAOrOM, BbICTaB-
AEH AMarHo3: BpoxaeHHass aHOMaAWMa pas3BUTUS BeEpPXHe-
nAeYyeBoro nosica. AvMcnaasusa nNpaBoro U A€BOro NAe4Y€eBo-
ro CyctaBoB. KpbINOBUMAHOE CTOSIHME MPaBOM U AEBOW AO-
natok. HectabBUAbHOCTb M NPUBbLIYHbINA NMOABBIBUX FOAOBOK
npaBoro M AeBoro naeyeBblx cyctaBoB. HO | cteneHun. Bro-
PUYHbIA OCTEONOPO3. AEBOCTOPOHHUI MNOACHUYHbIV CKOAU-
03 | creneHun, yactnyHoe cpatleHne C2-C3 no3BOHKOB. Mc-
KPVBAEHWE HOCOBOWM MEepPeropoAkr BAEBO 6€3 HapylleHus
HOCOBOrO AbIXaHWS.

MpUBEAEHHbI KAMHUYECKUI CAy4Yal NpeAcTaBAAeT
WHTEPEC C NO3ULIUM CAOXKHOCTU AMATHOCTUKM NMPUUNHBI CHU-

CiTyyait 13 IPaKTUKN 7€

XEHUSA KOCTHOM Macchl / 0CTEONOPO3a U CycTaBHOro Hone-
BOro CMHAPOMa B MOAOAOM BO3pacTe, KOTOpble Pa3BUAUCH
y nauueHTa C HapyweHWeM pa3BWUTUA COEAMHWUTEAbHOWM
TKaHMU.

CornacHo onpepeneHunto akcneptoB BO3, octeono-
po3 - mMeTaboaMueckoe reteporeHHoe 3aboneBaHUE KO-
CTEN, XapaKTepuaylollleecss reHepaAn3oBaHHOM MNOTepen
KOCTHOM MaccChbl, NPEBOCXOASILLEN BO3PACTHYIO U NMOAOBYHO
HOPMbl, @ TakXe HapyLleHWEM apXUTEKTOHWKW KOCTHOM
TK@HU, YTO MPUBOAMUT K CHUXKEHWIO GUBNUECKOM MPOUYHOCTH
KOCTU W Pas3BUTUIO MEPEAOMOB. PasanMyatoT nepBUYHbIN
0CTEONOPO3 (MOCTKAMMAKTEPUUECKUI, CTapyeCKui, toBe-
HUABHbBIA Y MAMONATUUYECKMI) U BTOPUUHbIK OCTEONOPO3
npy psAe NaToOAOrMYECKMUX COCTOSHUI (3aboneBaHUA 3HAO-
KPUHHOM CUCTEMbI, XEAYAOUHO-KULLEYHOTO TPaKTa, COeAM-
HUTEAbHOW TKaHW 1 Ap.) [6].

MPUHATO cuMTaTb OCTEOMNOPO3 NMPOBAEMOW AUL, NOXM-
AOTO BO3pacTa, B OCOOEHHOCTM XEHLLUMH MOCTMeHonay-
3aAbHOrO nepuopa. Bmecte ¢ TeMm, HaKOMAEHbl AaHHbIE,
CBUAETEALCTBYIOLLME O TOM, YUTO OCHOBbI OCTEONOPO3a 3a-
KAQAbIBAKOTCA B AETCKOM U FOHOLLIECKOM BO3pacTe, Tak Kak
WMEHHO B 3TV NepuoAbl HakanAansaetcs 6onee 90% reHe-
TUYECKU AETEPMWHMPOBAHHOW KOCTHOM Macchl, obecneun-
BatoLLLEM NPOYHOCTb U YCTOMUMBOCTb CKEAETA K BO3AEMCT-
BMIO Pa3AMUHbIX HEOAAronpuATHLIX GaKTOPOB Ha NPOTAXe-
HUM BCEN MOCAEAYHOLLEN XU3HU U B €r0 Pa3BUTUM BaXHYHO
POAb UrpatoT HapPYLLIEHUSI COEANMHUTEABHOM TKaHu [1, 5].

BmecTte ¢ Tem, B paccMaTpMBaeMOM KAMHUYECKOM
CAyyae, Mpu OTCYTCTBMM B KAACCMYECKOM MOHWMaHWU
TPaAMUMOHHBIX GAKTOPOB pUCKa ocTeonoposa, obpa-
LLaAO BHMMaHWE HaAMuMe NpPU3HaAKoB AMCMopdoreHesa
CO CTOPOHbI KOCTHOM TKaHW, UYTO MOCAYXXWAO OCHOBOWM AASl
AMArHoCTMpoBaHus y AaHHoro naumeHta HHCT (Heandde-
PEHUMPOBAHHOIO AMCMAACTUUYECKOro deHoTuna). Bonpoc
B OTHOLLUEHWW NMPUYMHHO-CAEACTBEHHbIX CBSI3€i Pa3BUTUSA
ocTeonoposa (MepBUYHbIN UAW BTOPUYHBIN reHe3) Ha GoHe
HHCT a0 HacTosiLero BpeMeHU OCTaétcs OTKPbITbIM. Mex-
Ay TeM, cHUxeHue MIKT (no Z-kputeputo < -2,0 SD 1 60-
Anee) y Ay, ¢ HHCT B Bo3pacte 14-20 AeT BbiiBAAETCA
B 28,7% cAyyaeB. AAA OLEHKM HaAMUMA AedUuLMTa KOCTHOM
Macchbl y AeTel cTaplie 5 AeT, MOAOABIX MY>UYMH U KEHLLMH
AO MeHoMnay3bl, COrAacHO pekoMeHAauun MexayHapoAHO-
ro obuiecTBa no KAMHMUYECKON peHcutomeTpun ot 2007 .,
NPUMEHSAETCS TOAbKO Z-KpUTEPMUII [B].

MaToreHe3 HapyleHUss NPOLECCOB CUHTE3a, pe3op6-
UMK U PEMOAEAMPOBAHMUA KOCTHOM TKaHW MpW AMCMAA3WK

L v polozh.viviha
axial

Puc. 3. Ha R-rpammmax 3adpuKcMpoBaHbl BbIBUXM NAEUYEBbIX CYCTaBOB
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Y CryJaii us mpaKTvKm

COEAMHUTEABHOM TKaHW MPOAOAXAET u3yyatbes. [peano-
Aaratot, YTo0 UMEHHO PaCCTPOMCTBA CUHTE3A KOAAAreHomno-
AOBHOro 6enka (GPUOPUAAMHA), KOTOPbLIM ABASIETCS OAHWUM
M3 HaMboaee MHOrOUYMCAEHHbIX MPEACTaBUTEAEN 3KCTpa-
LEAAOASIPHBIX MaTPUKCHbIX BEAKOB KOCTH, obecneunBato-
LLMX COXPaHEeHWe HOPMAAbHOM CTPYKTYpbl U GYHKUMK KO-
CTU, NMPUBOAAT K UBMEHEHUIO MUKPOAPXUTEKTYPbI KOCTHOM
TKaHW, HEraTMUBHO CKa3blBasiCb Ha €e NPOYHOCTH, U GOPMU-
poBaHuto octeonoposa [1]. OAHUM M3 TaKUX MEXaHW3MOB,
BO3MOXHO, ABASieTCA GUOPUAAMH-MOAYAUPOBAHHbINA KOHTP-
OAb KOCTHOro MeTaboAM3Ma, KOTOPbIM OCYLLECTBASIETCS
NOCPEACTBOM B3aWMMHOMW aHTaroOHWCTUYECKOW CUrHaAM3a-
uMn TpaHchopmupytolero daktopa pocta (transforming
growth factor beta, TGF-3) U KOCTHOrO MOPdOreHeTUYEeCKO-
ro npoteuHa (bone morphogenetic protein, BMP), obecne-
yMBaa TeM caMblM COOTBETCTBYHOLIMIA ocTeobAactoreHes
n octeoknacTtoreHes [10].

AHOMaAMK GUBPUAAMHAE-1 UAK GUOPUAAMHE-2, HabAIO-
paemble npu HHCT, moryT ycuamBaTtb akTMBHOCTb TGF-
(«TGF-B napapokc») U KoHueHTpauun BMP, uto npuBoauT
K AWUCPEryAsiuMm ¢yHKUMKM 0CTeobAacToB / OCTEKAACTOB
(NPENMYLLLECTBEHHO MSATKOMY YCKOPEHUIO CO3peBaHus
octeobracToB). YBeanuenve TGF-B curHaamsaummn takxe
CTUMYAMPYET MPOU3BOACTBO ocTteobracTamMu AMraHpa pe-
uentopa-aktusaTtopa spepHoro dakrtopa KB (RANKL), Tem
CaMbIM YBEAMUMBAS AErpapauMio MaTpuKca OCTeOKAacTa-
MU. AHOMaAUK GUOPUAAMHA-2 MOAAEPXMBAKOT HOPMaAb-
Hble ypoBHM BMP 1 NoBbILWAOT YpOBEHb aKTUBHOCTU TOAb-
ko TGF-B, ycTynasi CHUXEHWUIO CO3peBaHUsA 0cTeobAacToB
M yBEAMUYEHUIO OCTEOOAACT-MOAAEPXKMBAEMOrO OCTEOKAA-
ctoreHe3a. Takum 06pa3om, npoueccbl aHaboAnsama U Ka-
TaboAM3Ma KOCTU ABAAIOTCH HEOTbEMAEMbIMU YacTIMu Gu-
6pUAAMH-MOAYAMPOBaHHOM TGF-B  BMP curHaavsaumu,
NPy HapyLleHWU KOTOPbIX MPOUCXOAUT pasbaraHCUMpPOBKa
CUHTE3a U Aerpapauum KOAAAreHoBbIX BOAOKOH [10].

K coxaneHWto, HEMHOIMe KAMHULMCTbI YAEASHOT AOCTa-
TOYHO BHMMAHUS PAcMO3HABaHWIO CUCTEMHbIX HAPyLUEHUH
CTPYKTYPbI U GYHKUMU COEANMHUTEABHOM TKaHU BPOXAEHHO-
ro xapaktepa. llocrepHee 06bACHSAETCA TEM, UTO AQAEKO HE
BCE Bpayu BAAAEIOT HEOOXOAMMbBIMU HaBblKaMKU AASI CBO-
€BPEMEHHON AMArHOCTUKM AMCNAACTMUYECKMX 3aboneBa-
HWUI U TAKTUKOW BEAEHUS TakuUX nauneHToBs, Tak kak HHCT
OTAMYAIOTCA OT MHOTMX APYrux 3aboAeBaHWIA MEAAEHHbIM
NporpeccMpoBaHUeEM, AAMTEAbHBIM COXPaAHEHUEM OYHKLM-
OHAAbHOM CNOCOBHOCTM OPraHOB WM CUCTEM, MO3AHEN KAU-
HUYecKoM MaHudecTaumen, 4acTo B BUAE OCAOXKHEHUI UAK
accouMMpOoBaHHOM NaTOAOrMK. He 3HatoT, UTo HapsIAY C AO-
CTATOYHO XOPOLLO WM3BECTHbIMU KAACCUOULMPOBAHHLIMM,
CYLLLECTBYHOT U HEKAaccubuLMpoBaHHble (HeanbdepeHuu-
poBaHHble) cMHAPOMbI HHCT, T.H. cTepTbie dopmbl [2, 4].

KnaccuouumpoBaHHble (CMHAPOMHble) HHCT xapak-
TEPU3YHOTCS ONpPeAEAEHHbIM TUMNOM HAaCAeAOBaHUA C ycTa-
HOBAEHHbIMUW FEHHbIMWU UAKM BUOXUMUUYECKUMU AePEKTAMMU
M B pAAE CAyYaeB OTYETAMBO OYEPUYEHHOM KAMHUUECKOM
KapTUHOW. Hanbonee uyacTble MpPeACTaBUTEAWM 3TOW Tpyn-
nbl - cMHApoMm MapdaHa, cuHApoM daepca-AaHAoca, He-
COBEPLUEHHbIA OCTEOreHEe3, CUHAPOM TMNEePMOBUABHOCTH
cyctaBoB U np. OHU BCTpeYaroTCsi PEAKO M MOTyT AMarHo-
CTMPOBATLCA reHEeTUKaMKU AOBOALHO bbicTpo [3, 11].

B Haluel cTtatbe onucaH caydyan HepanddepeHunpoBaH-
HOW AMCMA@3MKN COEAMHUTEABHOM TKaHW, KOrAa Y MauueHTa
Habop GEHOTUMMUECKMX MPUBHAKOB HE YKAAAbIBAETCA HU

B OAWH U3 AMbGEPEHUMPOBAHHbLIX CUHAPOMOB. Takasa na-
TOAOTUS LLMPOKO pacnpocTpaHeHa M COCTaBASIET OT 26 A0
85% B nonyaauuu [3]. HeanddepeHuMpoBaHHbIE AUCMAA-
31N COEAMHUTEABHOM TKAHW — 3TO FrEHETUYECKU reTeporeH-
Has rpynna. MHoraa Habop GeHOTUNMYECKMX MPU3HAKOB
Y NOAOBHbIX HOAbHBIX HAMNOMWHAET TOT UAM UHOM U3 U3BECT-
HbIX AMGDEPEHUMPOBAHHBIX CUHAPOMOB UAM T.H. «overlap -
deHoTUM». B NOAOBHbIX CAyYasx peyb MAET O «MmapdaHomno-
AOBHOM», «3anepPCONoA0BHOM» GEHOTMNAX, UAU Yallle BCETO
HekAnacCUPULUMPOBaHHOM (HeanddepeHUMpPOBaAHHOM) ¢e-
HoTune [7, 11].

OAHUM U3 KAMHMYecKUx nposiBaeHnn HHCT aBasetcs
rmnepmMobuAabHOCTb cycTaBoB [3, 11], koTopasi UMeAa Me-
CTO TaKXe y Hallero nauueHTta. M3BecTHO, UTO M3ObITOYHbIN
06bEeM ABUXEHMWI B CycTaBax NPUBOAMUT K HapyLLIEHUIO ABU-
ratTeAbHOro CTepeoTuna, Npu AAUTEAbHOM CYLLLECTBOBaHUM
KOTOPOro BO3HWKAIOT NEPEerpy3kn onpeAeneHHbIX CErMeH-
TOB MO3BOHOYHMKA M MbILLEYHbIX FPYNM, @ B AAAbHENLLIEM
K GOPMMUPOBaAHUIO OYHKLMOHAAbHbIX BAOKAA M Muoaaan-
TMBHOIO CMHAPOMA U Kak CAEACTBUE — XPOHWYECKON BOAM
B cnvHe [8, 11], uto M HabAOAAAOCH Y HALLEro nauueHTa.

CAOXHOCTW AMArHOCTMKKM OCTEONOPO3a Y AWL, MOAOAOTO
BOo3pacTa 00yCAOBAEHbI B NEPBYIO OYEPEAb €ro MHorodak-
TOPHbIM XapaKTEPOM W OTCYTCTBUEM AOAXKHOM MHHOPMUPO-
BaHHOCTM Bpayel, a BO BTOPYHO ouepeAb — 6ECCMMNTOMHO-
CTbO KAMHWYECKUX MPOABAEHUI 0CcTeonoposa [7]. Bpauam
CAEAYET NMOMHUTb HE TOAbKO O AMArHOCTUKE CUCTEMHbIX
U3MEHEHUIN COEAMHWUTEABHOM TKaHW HAaCAEACTBEHHOTO UAK
BPOXAEHHOrO xapakTepa y AWL, MOAOAOTO BO3pacTa, HO
M O TOM, YTO KOCTHas TKaHb ABASIETCA OPraHOM-MULLEHBIO
npu AMCMA@3UN COEAMHUTEABHOM TKaHW. MauneHTbl MOAO-
AOr0 BO3pacTa ¢ CyCcTaBHbIM CUHAPOMOM, rMNePMOBOUAbHO-
CTbO CYCTaBOB M GOAAMM B CMMHE BXOASIT B rpynmny pucka
pa3BUTUA OCTEONOpPO3a B COYETAHUM C NATOAOTUEWN AM-
CMAA3UN COEAMHUTEABHOM TKaHU Apyrux obaacten [8, 11].
MpuHUMas Bo BHMUMaHKe pacnpoctpaHeHHoCTb HHCT y anw
MOAOAOMO BO3pacTa BCE NaUMEHTbl C KAMHUYECKUMU NPOSiB-
AEHUSIMU AMCNAG3MU KOCTHO-MbILLEYHON CUCTEMBI AOAXKHbI
NPOXOAUTb UCCAEAOBAHMSA, HanpaBAEHHbIE Ha AUArHOCTUKY
0CTEONOPO3a U YrAyOAEHHOE UCCAEAOBaHUE APYTMX opra-
HOB. B TO e Bpems nauMeHTbl ¢ HEYTOYHEHHbIMU dopmMa-
MW BTOPUYHOIO OCTEOMOPO3a HYXAAIOTCA B CNeLManbHOM
obcAepOBaHMM, LeAeHanpaBAEHHOM MOWCKE AOCTOBEp-
HbIX MPU3HAKOB CUCTEMHOMO XapakTtepa M3MEHEHUN AAA
UCKAKOUYEHUSA AUCTIAA3UM COEAMHUTEABHOM TKaHMW.

MpuBEAEHHBIN KAMHUYECKWUIA CAyYal HarAsiAHO MOKa-
3blBaeT HEOOXOAMMOCTb MHAMBUAYAABHOTO MOAXOA@ M Ha-
AMYUA KAMHUYECKOTO MBILLAEHWSA y Bpaya B paHHeM pac-
no3HaBaHUM MNOAMGAKTOPHOM NATOAOTMKM OCTEOnopo3a
M Ha3HauyeHUW apeKBaTHbIX AeUYebHbIX M NPodUAAKTUYE-
CKMX MEPONPUATUIA, CMOCOBHBIX NPEAOTBPaTUTb OCAOXKHE-
HUA B BMAE OCTEOMOPOTMYECKMX MEPEAOMOB U YAYULLWUTH
KayeCTBO XMW3HW NaLUEHTOB.
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