A.A. bosa, A.A. Koponesa
Kannnyeckasi MaHuecTanus ¥ ITHOJIOTUSI OCTEOMAJISAIHT
Kagheopa eoenno-nonesoti mepanuu BMeo® ¢ FIMY

MuHepaiibHast IIIOTHOCTh KOCTHOM TKaHHU 00YCIaBIMBAET NPOYHOCTh KOCTHOW TKaHU U
BBICOKO KOPPEIUPYET € HACTOTOM MepesioMoB. OTHON U3 NPUYNH CHUXKEHUSI KOCTHOU
IJIOTHOCTH SIBJSIETCS ocTeoMalsiuus. B aTolt ctaThe npeactasieH 0030p AaHHBIX 00
ATUOJIOTUH, ATOT€HE3€E, KIMHUYECKOW KapTUHE OCTEOMAIISALINH.

OcTeomainanus - 0Ha U3 TPUUYMUH CHUKEHUSI KOCTHOM IMIIOTHOCTU Y B3POCIIBIX,
pa3BUBAETCs BCIAEACTBUE HAPYIIEHUS] MUHEpAIU3alMU KOCTHOTO MaTpukca. Y neren
HapylIeHUEe MUHEpaIU3aluu IPUBOJIUT K pa3BUTHIO paxuta. OCHOBHBIM MEXaHU3MOM
Pa3BUTHS OCTEOMAISIINH SBJISICTCS HETOCTaTOK BuTaMuHa D (vmu ero MeTabouTOB) Hitn
neduruT Heopranuueckoro docdopa.

Otuoinorus. B 60JbIIMHCTBE C1yyaeB pa3BUTHE OCTEOMAIISILIMK CBSI3aHO C AeULIUTOM
ButamuHa Jl. [Ipu aTom HabIr0AaeTCSl CHIXKEHUE BCachIBaHUS KalbIus U (pocdopa B
KHUILIEYHUKE, & TAK)KE CHUKEHUE UX YPOBHS BO BHEKJIETOUHOM sxuikocTu. [IpnunHamu
neduurrta BuTaMuHa J[ MoryT ObITb:

1. HeOCTaTOYHOE MOCTYIUICHHE ¢ NHIEH BUTaMuHa D (MperMyIiecTBeHHO
pacTUTeIbHAs MHIIA);

2. HeJIOCTaTOYHOE YbTpaduoieToBoe 00ydeHne (MPEUMYIIECTBEHHO Y MOKHIIBIX
JHOCH);

3. HapyIIeHne BcachiBaHus BuTaMuua D (cHHIpoM ManbabcopOIuu) pu 3a00JIeBaHUSX
TOHKOTO KullleYHHKa (1ienuakusi, 6one3nb KpoHa, ckiaepoepMust), XUpyprudecKiux
orepanusxX Ha HEM WM pexe BCIEICTBHE HEIOCTATOYHOM CEKPETOPHOU PyHKIIUU
MOJIKENYAOYHOM KEJIE3bI;

4. napyiieHnue Metabonu3ma BuTamuHa D BenecTBre 3a00iieBaHui ieueHu [aed ekt
npoaykiuu 25(0OH)D 3], xpoHndeckoit MovYeyHol HEA0CTATOYHOCTH, BPOXKICHHOM
HEJ0CTaTOYHOCTh 1-anbda-rupoKcuiiasbl, OTCYTCTBUE WM HapylieHue GyHKUUN
peLenTopoOB K KanbuuTpuoay. [Ipu XxpoHn4eckon no4eyHoN HETOCTATOUHOCTH
OCTEOMAJISILUS Pa3BUBAECTCS U3-3a MHOXKECTBA (DAKTOPOB, BKIIIOYAs CHHIKEHHE 00pa30BaHUs
KaJIBIIUTPOUIIA, METa0OMMUYECKHUM aIlu03, BO3ICUCTBUE aTIOMUHUS U BTOPUYHBII
TUIeprapaTupeos;

5. noBeIIeHHOE pa3pylieHue ButaMuHa D (Bo3elCTBIE HEKOTOPBIX JIGKAPCTBEHHBIX
npenapartoB - 0apOUTypaTroB, JEHUTOUHA U JIP.).

Haunbonee yacThIMU MPUYMHAMH OCTCOMAISIMH SIBIIsTIOTCS racTpakTomust (30-43%)
i 1enuakus (26%). B nmocnenaue robl B CBsi3U ¢ 00s1ee 3P HEKTUBHBIM JICYCHUEM SI3BBI
KEJTyZKa OTMEYAETCs TeHJICHLIUS K CHIDKEHHUIO YaCTOThI MOCTIaCTPIKTOMHUYECKOM
OCTEOMAJISILIUU.

Hedunuut Heopranudeckoro ¢ocgara pazBUBaeTCs MpHU:

1. cHMKEHHOM KaHaNbIEeBOW peadcopOumu pocharoB (cuHapoM DaHKOHH,
BPOKJEHHBIN WK IPUOOPETEHHBIH, MPU MUEIOMHOM OOJIE3HH, aMUIION103€, O0JIE3HU
[Hlerpena, onyxojsix, Meradoaudeckom aruaose) (3);

2. HapYIICHUU BCAChIBaHHS (JTTUTEIBHBIN MPUEM HEBCACHIBAIOIIUXCS aHTAIUIIOB),
MOBBINIEHHOM BbIBeJIeHHU (ocaToB (ManbabCopOLus, reMoIralu3);



3. ME3eHXUMAIILHBIX W THTAaHTOKJIETOUHBIX OMYXOJIsIX (MPOayHUPYIOT (GakTop
"(hochaToHnH", YBEIMUMBAIOIINI SKCKpeInio Gocdara).

Kpome Toro, octeoMamsiys pa3BUBaeTCs MPU HAPYIICHUU MHUHEPATH3AIMH KOCTHOM
TKaHM pa3BUBaETCs MpH npueme oucdocdonaros, GTOpua0B, ANIOMUHUS, TPU IITUTEIHHOM
napeHTepaTbHOM MUTAHUH, IPU HECOBEPIIEHHOM OCTeoreHe3e, Tunodocdarasum.
buchochonatsl mogaBisroT Kak KOCTHYIO pe30pOIuio, Tak u octeorenes. [Ipu mpueme
aJICHJpOHAaTa MEHEEe XapaKTePHO Pa3BUTHE OCTCOMAISIIINH, TaK KaK OH MOJaBIsIeT
MPEUMYIIECTBEHHO KOCTHYIO PE30POIHUIO.

[MTarorenes. PemoaenupoBanue koctu (00pa3oBaHKe U pe30pOIHs) - THHAMHYCCKHIT
IpOIIECC, MPU KOTOPOM HEOpPraHuYecKue BelnecTBa (MUHEpabl) OTKIIAbIBAIOTCS B
oprannyeckuii Mmatpukc. Kocts GOpMUPYIOT KIETKH ME3EHXUMAIBHOTO MMPOUCXOKICHUS -
0cTe00acThl, KOTOPbIE CHHTE3UPYIOT M CEKPETUPYIOT OPraHUYECKUN MaTPUKC.
OcTteobacTsl CHA0XKEHBI OOJIBIITNM KOJTUYECTBOM PELIENITOPOB MAPATUPEONTHOTO TOPMOHA
(IITT), BuTamuna D, npocTariaHInHOB, HHTEPJICHKUHOB U TpaHCHOPMUPYIOLIEro GhakTopa
pocta b. B octeo0iacrax jJ0kaau3yeTcsi OCHOBHOE KOJIMYECTBO IETOYHOM hocdaTasbl
kocTH. Cpasy mocie cekperuy MaTpuKca HaYMHAETCSl €ro0 MUHEepaIn3aIus, KoTopas
3aKaHUYMBAETCS Yepe3 HECKOJIbKO HeeNb. B mpoliecce MUHEpanu3aui 0CTe001acThl
MPEBPAIIAIOTCS B OCTEOLHUTHI - TOTHOCTHIO MHTETPUPOBAHHBIE B KOCTh U UMEIOIINE OUYCHb
HU3KYI0 METa0OJIMYECKYI0 aKTUBHOCTH KJIETKH. Pe30pOmmio KOCTH OCYIIECTBISAIOT
OCTEOKIIACThI (MHOTOSI/IEPHBIC KIETKH, 00pa3yoIuecs Py CIUSHAN KICTOK-
NPEIIIECTBEHHUKOB MaKpoQaraibHOro/MOHOIIMTAPHOTO Psijia), AKTUBHO CUHTE3UPYS U
CEKpEeTUPYs BO BHEKJIETOYHOE MPOCTPAHCTBO IU30coManbHbIe (hepmeHThl. KocTHOE
pPEMOICTUPOBAHNE TTPOUCXOTUT HETIPEPHIBHO HA TPAOEKYIAPHBIX U TaBEPCOBBIX
noBEepXHOCTAX. OCTEOKIIACT HAYMHACT IIUKJ C 00pa30BaHUs MOJOCTH Ha MIOBEPXHOCTH,
3aTeM TMOJIOCTh 3aMOJIHIETCA aKTUBU3UPOBAHHBIMH OcTeoOactamMu. HoBbIi ocTeocnnTes
COCTOHWT U3 IBYX COCTaBIISIOLIUX

* 0CcT€00JIaCThI 0O0PA3YIOT OPraHUYECKYI0 MATUILY WU OCTEOU/I;

* MaTpHIla MOABEPraeTCs MPOLECCY CO3PEBAHUS.

Bnauarne kocTHBIN MuHEpan aenoHupyetcs B Buje amopdHoro docdara kanbius, a
3aTeM mpeolOpaszyeTcsl B TUIAPOKCUAIIATHUT.

YpoBHU KOCTEOOpa30BaHUs U KadbIIM(PUKALIUK MOKHO U3MEPUTH
TECTOMOP(OTOTHYECKUMHU METOANKAMU C HCIIOIH30BAHHEM MEUEHOT'O TETPALMKINHA.
[Tocne nByx KypcoB aHTHOMOTHKA OepeTcs Ouorcus rpeOHs MOAB3A0IIHON KOCTH U
U3MEpPSETCS TUCTAHIIM MEKIY MOJIOCKAaMU JICTIO TETPAIMKINHA. Y 37J0POBBIX B3POCIHBIX 3Ta
JAMCTAHIIMS COCTaBJISICT MpUOm3nuTeNbHo 1 WM/ nens. [ ocTeoMasiiuu XapakTepHo
HaJIM4YHUe CIEAYIOMUX 0COOEHHOCTEH:

1. MeHbIIIEE PACCTOSTHIE MEXAY TOJI0CKaMH aHTHOMOTHKA, HEMUHEPATH30BaHHAS
MaTpUIIa BBISIBIISIETCS] KaK PACHIMPEHHBIN 0B (Oosblie yeM 15 MUKPOHOB);

2. yBenuumBaetcs o0beM octeonsia Oosiee ueM 10 mporeHToB (HeMUHEpaTN30BaHHBIH
octeon]i MokeT coctanisaTh 10 100% (B HopMe - He Oosee 27%).

JUJis MOCTaHOBKU AMAarHO3a OCTEOMANISIIMU HEOOXOAMMO HAIUYUE ITUX JIBYX
0COOEHHOCTEH, TaK KaK MPU HEKOTOPBIX 3a00sieBaHUsX (THIIEPTUPEO03, TUTIEpIApATHPEO3,
0one3nb [lemkeTa) MOTYT BBISIBISITHCS IIMPOKUE OCTCOUIHBIC IBHI (2).

Knunnka. Octeomansus MOXeT MPOTEKaTh OECCUMITOMHO U TOJBKO BBISBIATHCS MPH
PEHTTEHOJIOTHYECKOM HccienoBanuu. Ho daie oOHapyKUBarOTCs XapaKTepHbIE CUMITTOMBI,
Takue Kak 00JIM B KOCTSIX U CJIa00CTh B MPOKCHUMAIBHBIX MbIIIIaxX. C1aboCcTh B MBITIIIAX
COYETAETCs C YMEHBIIEHUEM MBIIIIEYHOW MacChl, THIIOTOHUEH, COTTPOBOXKIAETCS
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TUucKOoM(bOPTOM MPHU JBUKEHUU - TOXOJKA BIEpeBaiky. BeposaTHO, K pa3BUTHIO MUOMIATHH
MIPUBOJISIT BHICOKHI YPOBEHB TapaTropMoHa, runodocdaremMuss 1 HU3KUil yPOBEHb
KasbluTprona. [Toxoxue HapyieHust MOTYT OBITh MPU MEPBUYHOM TUIIOTIAPATUPEO3E.

Bonu B kocTsX yaiiie ObIBaIOT B MOSICHUYHO-KPECTIIOBOM OT/IEJIe TO3BOHOUHHKA, KOCTSX
Ta3a U HUKHUX KOHEUHOCTSX, BBISIBJISIETCSI 00JIE3HEHHOCTh MPU UX MaJblIali. XapaKTepHbI
HOIOIIME 00JIM, BO3HUKAIOIIHNE MPU OOBIYHOM aKTUBHOCTH. HEeKOTOpbIEe MallMEeHThI TpH
X0J1b0€ UCTBITHIBAIOT OIIYIIEHUE, OYATO OHU «UAYT MO BATE», YTO YACTUYHO MOXKET ObITh
00BSCHEHO COIYTCTBYIOLIUM HEBPUTOM M3-3a runodocdaremun. [Ipu octeomansumu
TUMHUYHA KOMIIPECCUOHHAs 00JIb B 00JIACTH TPYAHOM KJIETKH U Ta3a, IPU ITOM TpyaHas
KJIETKa CTAHOBUTCS THOKOM U MsArKoii. OTMedaeTcs: 00JI€3HEHHOCTh W MPU HA/IaBIMBaHUU Ha
Jpyrue KOCTH, HapUMED, TOJIOBKY 00JIbIIe0epIIOBOM MU JIOHHYIO KOCTU. bojie3HEHHOCTh
MIPU HAJABJIMBAHUU MIPU OCTEOMOPO3€ HUKOTAa HE JOCTUTaeT TaAKOM BBIPAXKEHHOCTH, KaK MPHU
ocTeoMasIiuu. B naneko 3ameammx ciydasx TsoKeIbld Kudo3 1 KOJI0KoJI1000pa3Hast
nedopMaius TpyAHOU KIETKU POPMUPYIOT «KYPUHYIO» WIH «KUJICBUIHYIO» IPY/b.
[lepenombl MPOUCXOAST IPU HEZHAUUTEIILHOUM TpaBMe WU 0€3 Hee, TATUYHBIE MECTa
MepesIoMoB - pedpa, TO3BOHOYHUK WIIH JITTMHHBIE KOCTH. [laToIornyeckue HCKpUBICHUS
MMO3BOHOYHHUKA WJIU YPOJICTBA IPYTHOM JIETKH WM Ta3a MOSBISIOTCSA TOJIBKO MPU HATTUYUHU
OCTEOMAJISIIIUU B TEUEHHE JJIUTEIILHOTO BPEMEHH.

Pentrenonornueckue n3menenus. CH>KEHUE KOCTHOM MJIOTHOCTH U UCTOHUYCHUE
KOMITAaKTHOT'O BEIIECTBA - HanboJjiee YacThle HAXOJKH, HO He creruduueckue. Hanbonee
crenuduyeckre HapylIeHUs - U3MEHEHUS B IO3BOHOYHUKE U 30HBI JIoo3epa. MHoraa moryT
OBITh MPU3HAKU BTOPUYHOTO THIEpHapaTUPEO3a.

N3menenust B Tenax mo3BoHKOB. HeanekBaTHasi MUHEpaIu3aius 1 BTOPUYHAs MOTEPs
TpaOeKys BeJIeT K MOTePU PEHTIEHOJIOTHYECKON YeTKOCTH TPpabeKyI MO3BOHKA, BHEIIIHE
PEHTreHOTpaMMa KaKeTCsl «HU3KOTo KauecTBa». [Ipu BeipakeHHOM 3a00J1€BaHUM CMSITYCHUE
MPUBOJUT K BOTHYTOCTH MTO3BOHKOB, 00pa30BaHUM PhIOLUX MO3BOHKOB. [103BOHKOBBIE
JIUCKH KaXKyTCsl OOJIBIIMMU U JBOSIKOBBIMYKIBIMU. MOTYT OBITH KOMIIPECCUOHHBIE
MepesIoMbl, HO OHU 00JIee XapaKTEePHBI JJIsl OCTEONOPO3a.

3onbl Jloozepa - nceBgonepesniombl JIoozepa, TPEIIUHBI WU Y3KUE JTyYEITPOHUIIAEMbIe
JIMHUU OT 2 10 5 MM B MIUPUHY CO CKIEPOTUUYECKUMHU T'PAHUIIAMU SIBIISIOTCS XapaKTePHOM
HaxoJIKoM npu octeoMaisiiiui. OHM 4acTo JBYCTOPOHHHE, CHAMMETPUYHBIE U
MEePIEHIUKYISIPHBI K KOPTUKATBHOMY €010 KOcTU. OOHApyKUBAIOTCSI OOBIYHO B IIICHKE
OepEeHHOM KOCTH, B CpeAHEN YacTu OePEHHOM KOCTH, MO]1 TIOOKOBBIMU U MO/IB3OIIHBIMU
rpeOHsiMU. OHM MOTYT OBITh TAKXKE B JIOKTEBOM KOCTH, JIOMATKE, KIIOUHIlE, peOpax.
[IceBnomnepenoMbl Tak:Ke MOTYT ObITh BUIHBI PU CKAHUPOBAHUM KOCTH, T/I€ OHM BUIHBI KaK
ropsiare Touku. Tepmun "Milkman syndrome™" otHocuTcs K KOMOMHAIIMM MHOTOKPATHBIX,
JIBYCTOPOHHHUX U CUMMETPUYHBIX MICEBAONEPEIOMOB Y MAIIMEHTOB C OCTCOMAIISIITUEH.

Bropuunsiit runieptupeos. 3sMeHeHus ckenera, BI3BAHHBIE UIMTEIIbHBIM
runepnapaTupeo3oM, Berpeyarorcs peske. OHU BKITIOYAIOT MOIHAIKOCTHUYHYIO PE30POIIHIO
(hanaHr, KOCTHBIE KHCThI, PE30POIHI0 TUCTANBHBIX (DAIAHT KOCTEH THIA KIIFOUUIILI U
TJIEYEBBIX KOCTEM.

JluarsocTtuka. Y maiueHToB ¢ MepeaoMaMu KocTer, 00IsIMU B KOCTSAX, CHUKEHUEM
MUHEPAJIbHOU IJIOTHOCTH KOCTHOM TKaHU HEOOXOJIUMO MPOBOAUTH TU(DANATHO3 MEKITY
OCTEOIOPO30M U ocTeomasiueil. Haubonee TOUHBIM METOOM JUATHOCTUKU SIBJISIETCS
Ouorcus rmocjie AByX KypcoB MEUEHHOro TeTpanukinda. Ho, He cMOTps Ha TOUYHOCT,
OMoTCHUsl KOCTHU MPAKTUYECKHU HE UCTIOJIB3YETCS, TAK KaK Pa3Inuue MEXK]y OCTEOIMOPO30M U
OCTeOMAaJISIITUEN MOYKHO BBISIBUThH ITPU aHATU3€ aHAMHE3a, 00bEKTUBHBIX JaHHBIX,
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pe3y/IbTaTOB JTAOOPATOPHBIX U PEHTTEHOJIOTUYECKUX HuccienoBanuii (1). Octeomnopos vaiie
BBISIBJISIETCS Y JKEHILMH B MEHONAay3€, MOKUIIbIX NAllUEHTOB WIH Y OOJIbHBIX, JUIMTEIbHOE
BpeMsi IPUHUMAIOLIUX TITIOKOKOPTUKOUBI. [l ocTeonopo3a xapakTepHbl HOpMaJIbHbIE
ypoBHHU Kanbius, hocdopa, menounoit pocdarassl, MeTadboauToB BuTamuHa /13 u
naparropmoHa. [Ipu ocreomansiuu BeIsBIASAIOTCA runodocaTreMusi, HU3KUH ypOBEHb
BUTaMuHa /I, TOBBIIICHHBIN YPOBEHH 1IeI0YHOM ocdaTazbl, THIOKATBIIUEMHIO U TPU3HAKH
BTOPUYHOT'O THIIEpIIapaTUPEO3a.

N3menenus B 1a0OpaTOPHBIX TECTAX 3aBUCAT OT MPUYUHBI OCTEOMAIISIIIUU:

* Yy NAl[MEHTOB C Ae(pUUIUTOM BUTaMUHA /[ M3-3a HEAOCTATOYHOIO MOCTYIUICHHUS C
MUIIEH WK CUHJIPOMa MaJibaOCOpOIUU BBIABIISIIOTCS TunodocdareMus, HU3KOHOpMaibHas
WJIU HU3Kas KOHIEHTPAIMs KaJblUs B TUIa3Me, HU3KUN YPOBEHb 25-TUApPOKCUBUTaAMUHA J| 1
MPU3HAKK BTOPUYHOTO TUIIEpIapaTHpe03a,;

* IpU LUEJIUAKNUU, PETHOHAPHOM SHTEPUTE, CKIEPOJACPMUH, aMUIION103€, O0JIE3HU
VYunmna, numdomMe KulleuHruKa pa3BuBaercs ne@uuut ButamuHa J{. ¥ HeKoTopbIx
MAlMEHTOB C TJIFOTEHOBOM YHTEpONaTUEN OCTEOMANISLIUS MOKET €IMHCTBEHHBIM
KJIIMHUYECKUM MPOsIBJICHUEM 3a00/1€BaHusl. Y 3TUX NALMEHTOB BBISBISIOTCS HU3KHMA
YpOBEHb alIbOyMUHA, MOBBIIICHHAS TIOTEPS AKUPA CO CTYJIOM. Y OONBIINHCTBA MMAlIUEHTOB
YPOBEHb KAJIbANOJa HU3KUI WK HOPMAJIBHO HU3KHUH, KaJbLIMTPUOJIA HUZKUN WIIU
HOPMaJIbHBIN B COYETAHUU C MOBBIIIIEHHBIM YPOBHEM MapaTropMoHa u runodocdareMueii,

* y NAllMEHTOB C NEepBUYHOMU noTepe pocdara BoisiBisieTca runopocdaremus. [Ipu
HaJIM4YUU F€HEPATIM30BaHHOTO cuHapoMa DaHKOHN 00OHAPYKUBAIOT THIIOYPUKEMUIO,
aMHHOAIUYPHIO, TIIF0K03yputo (3,5);

o tun 1 (MpOKCHMaJIbHBIN) MOYSUHOTO KaHAIBIIEBOIO allU103a XapaKTePU3yeTCs
TUIEPXJIOPEMUYECKUM METa00IMYECKUM alli1030M U runodocdaremueii, no3nnee
MOSIBJSIETCS U3-3a BTOPUYHOTO TUIIepHapaTupeo3a runepKaibluypus;

* ipu runodocdarazuu (peakoe ayTOCOMHOIOMHUHAHTHOE 3a00JIeBaHUE, KOTOPOE
NPOSIBJIIETCS B MIEPBYIO OUEPE/Ib BBIPAKEHHBIM TIEPUIIOHTO30M) - YPOBEHB HICITIOYHON
¢docdarazbl HU3KUH, CBIBOPOTOYHAS KOHLEHTpALMs Kaiablus U (ochara HopMalibHas,
XapaKTEepHbI MOBBILIEHHBIE YPOBHHU (ocoirTaHomamMuHa U nupodocdara B KPOBU U MOYE
(4);

* npu Fibrogenesis imperfecta niu oceBoit octeomainsium (reHepaaTn30BaHHOES
3a0o0sieBaHUE, MPOSBISAIONIEECS XPOHUYECKON 0OJIBIO B CKEJIETE, MEPEIOMaMU, MY KUHHbI
OoJICIOT Yallie, YeM KCHIIMHBI) BISBISIOTCS HOPMAaJIbHBIN YPOBEHb IIeIouHOU (ocharasbl
Kanpuus U pocdara.

JleyeHre OCTEOMAIISALIMY OIIPEAEIIAECTCS STUOJIOTHEH: SproKanbupepos B
(Y3HOTOrNYECKUX 103aX BOCIIONIHUT e(PUIUT MOCTYIUIeHUs BUTaMuHa D ¢ numieit, npu
ManbabcopO1uu ButamuHa D TpelytoTces ropasno 6oJiee BBICOKHE A03bI 3prokajibiindeposa
0e3 rapanTuu 3QPEeKTUBHOCTH, JOMYCTUMO Pa30BOE MapeHTEPAIbHOE BBEICHHUE 110
nokazanusm. ['unodocdaremudeckuii paxurt jedart npemnaparamu docdopa.
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