Tom 2/N 6/2000 BAXHEWIIWE CUHJIPOMBI U CUMITTOMBI

MeTtaboandyecKkue 00J1€3HU KOCTel

[MepeBoa: O. Xaou6

Tepmun “merabonnueckue 0OJE3HM KOCTEH OOBIYHO MCIOJB3YIOT IJIs1 0003HAYEHUS! T€HEPATM30BaHHOTO MOPAXXEHUS CKeJleTa,
yamie Ha (oHe HapyIIeHHi romeocTasa Kanpiusi. HapymeHus oOMeHa KoJutareHa U IPYTuxX OEIKOB KOCTH OOBIYHO OOBEANHSIOT B
IPYIITYy CKeNEeTHBIX AUCIUIa3uid. HapyiieHns KoCTHOro MeTaboau3Ma 4acTo IPOSBILIFOTCS OOJICBBIM CHHAPOMOM, Ae(opManueil u
HepeoMaMy KOCTeH, T03TOMY OOJBIIMHCTBO OOJIBHEIX 00paIlaroTCa K peBMaTosIoraM u oproneaaM. OHaKo Bpaud NPaKTHIECKH
BCEX CIICIIMANIBHOCTEH CTAIKUBAIOTCSA CO MHOI'MMHU aclieKTaM{ HapyIICHU KOCTHOrO MeTaboIn3ma.

OCHOBHEIE TUITEI META0OJINYECKHUX 3a00I€BaHNUIi KOCTEMH:

— ocreomnopo3s (cM. pa3zensl “I'maBHag Tema HoMmepa” u “I'uHekonorus’);

— ocreoMaiAnus (paxur);

—  TI0YeYHas OCTEOTUCTPOPHS;

—  THUIepKaJIbIMeMus (CM. pa3nens! “‘/luarHocTHueckuil anroput™" U “ANrOpUTMBI JISYEHUS OCTPBIX COCTOSTHUMN);

— THINOKaJIbIIUCMMUA.

OcHOBHBIE IOHATHS OCTE0JOTHH

KocTtHasg TkaHp mnpeincTaBieHa KIETOYHBIMU DIIEMEHTAMH, OPraHMYECKHM MAaTPUKCOM H MHHEPAIbHBIMH BEIECTBAMH.
Opranmyecknit Matpuke (wnu octeonn) Ha 90% cocTouT n3 KomwtareHa. GudpuiIsl KoJutareHa GOPMHUPYIOT IUIACTHHBI, KOTOPBIE
PacIoNOXKeHBI THO0 MapauIedbHO APYT APYTY BIOJB TPaOEKylN WM HEepHOCTeyMa, JTH00 KOHIIEHTPUYECKH BOKPYT KPOBEHOCHBIX
COCYZIOB, 00pa3ysl IpH 3TOM I'aBEPCOBHI KaHAIbI, COSANHEHHBIC MEXITy co00H momnepeyHbIMH ((OITBKMAaHHOBCKHMH) KaHaJlaMU.
[Ipn yckopeHHOM MeTabonM3Me YyKa3aHHas TeOMETpUs KOCTHOW TKaHM Hapymaercs. HekommareHoBas dacTh MaTpuKca
IpesicTaBiIeHa BUTaMUH K-3aBUCHMBIMH TIIOTaMHINPOTEHHAMH (OCTEOKAJIBIIMHOM), MaTPUYHBIME HNPOTECHHAMH, NMPOTEHHOM S,
OCTEOTNIOHTUHOM, OCTEOHEKTHHOM, (PHOPOHEKTHHOM, a Takxke (ocdonporenamu, cuanonporernjaMyu U OeTKkaMHu CHIBOPOTOYHOTO
IIPOUCXOXKICHUS. belKu HEKOJIIIareHOBOU I'PYIIIIbI TAKXKE CBSI3aHbl C MUHEpAIM3alUeil KOCTH.

MuHepalibHasi 4acTh KOCTH HPEICTaBJICHA IPEHMYIIECTBEHHO KaibleM U (ocdatom. [Iyisi HOpMalbHOM MUHEpaIM3aluu
KOCTei He0OX0IMMO MOIepKaHUEe OTPEACIICHHBIX KOHIICHTPAIHA Ca* u PO, % BO BHEKIIETOUHOIA 1 MEPUOCTAIIBHON KUJKOCTH.

PemoaenupoBanue koctu (00pa3oBaHHe U pe3opOLus) - TUHAMUYSCKUIT TIpOLlece, IPH KOTOPOM HEOPraHHYECKHE BEIEeCTBa
(MuHepanbl) OTKJIAZBIBAIOTCS B OpraHMdeckuii MaTpukc. KocTb (OPMHPYIOT KIETKH ME3CHXMMAJIBHOTO INPOHMCXOXICHHS -
0€Te06J1aCThI, KOTOPbIE CHHTE3UPYIOT U CEKPETUPYIOT OpraHudeckuil MaTpukc. OcTeo0nacTbl CHa0KEeHbI OOJBIIUM KOJMYECTBOM
peuentopoB mapatupeounHoro ropmona (IITI), Buramuna D, mpocTariaHIMHOB, WHTEPICHKHHOB U TpPaHC(HOPMHUPYIOLIETO
¢axropa pocra B (TOPP). B ocreobmacrax joKanu3yercsi OCHOBHOE KOJIMYECTBO MienouHOM (ocdaraszel koctu. Cpasy mocie
CEKpeLMd MAaTpHUKCa HAYMHACTCS €ro MHHepalu3alMs, KOTOpas 3aKaHYMBAeTCS depe3 HEeCKOJIbKO Henelb. B mponecce
MHHEPAIH3ALUH 0CTE00IACTHI IPEBPAIIAIOTCS B OCTEOLUTHI - IOJIHOCTHIO HHTETPUPOBAHHBIC B KOCTh M UMEIOIHE OYEHb HU3KYHO
MeTab0IMYECKYI0 AKTUBHOCTh KIIETKH. PE30pOLII0 KOCTH OCYIIECTBISIOT OCTEOKIACTHI (MHOTOSICPHBIC KIIETKH, 00pa3yromrecs
NpU CIUSHUM KIIETOK-TIPEIIECTBEHHUKOB Makpo(darajibHOr0/MOHOIIUTAPHOTO Psifia), AaKTUBHO CHHTE3UPYS M CEKPETHPYS BO
BHEKJIETOYHOE IPOCTPAHCTBO JIM30COMAIIbHBIC (DEPMEHTBL.

FOpMO]—laJ’[LHaﬂ peryjasnusa npouecca pemMmoaeJTupoBaHust

—  Tlapamupeouonulii 20pMOH: CTUMYIIHPYET pe30pOIHI0 KOCTH, ONOCPEI0BAHHO BO3AEHCTBYS HA OCTEOKIIACTHI.

—  Kanvyumonun: THrUOMpyeT pe30pOLHMI0 KOCTH, HETIOCPEICTBEHHO BO3/ICHCTBYS Ha OCTEOKJIACTHI.

—  Uncynun: CTUMYIHMPYET CHHTE3 MaTpHkca M (OPMHUpPOBAaHHME XpAlla, HEOOXOIMM JUIl HOPMalbHOM MHHEpaIu3alliy
KOCTH.

—  JleifcTByeT OTYACTH MOCPEICTBOM YBEIMYCHHUS KOHICHTPALUK HHCYIHHONOA00HOTO dakTopa pocta-1 (MDP-1).

— Topmon pocma: oaepXKUBaeT B Ipeieinax HOPMBI OOIIyI0 KOCTHYIO MacCy IOCPEICTBOM peryisnunu cuareza NOP-1 B
TIeYeHH; CTUMYJIMPYET CHHTe3 1,25 JIUrHaIpOKCHH-BUTaMuHA D, KOTOPBIi B CBOKO OdYepe/Ih yBeImauBaeT BcacsiBanue Ca’
B KUIICYHHKE.

—  Bumamun D: oTBe4aeT 3a MUHEPAIU3AlNUI0 KOCTEH, CTUMYIUPYsI CHHTE3 OCTEOKAIbIIMHA OCTE00JacTaMu U yBEITUIHUBAsI
KoHIeHTparwio M1OP-cBs3pIBaommx O0ENKOB (Ipyrue MEXaHU3MbI TOKa TOYHO HE YCTAHOBIICHHI).



—  TmoKkoKkopmukoudsl: CTHMYTHPYIOT De30pOLMIO KOCTH MyTeM CHIDKeHHs BcachiBamms Ca’’ B KHIIGYHHKE, HTO
comnpoBoKaaeTcs cHmxkenneM cexperuu [1TT.

—  Dcmpozenvl: ONOCPENOBAHHO - MOAABJISAA NPoayKiuio uHTepieiikunos (UJI-1/1UJI-6) - yMeHbIIAIOT Pe30pOLUI0 KOCTH;
MOJIIEP)KUBAIOT MAacCy KOCTH 3a CUET PETYJUPOBKH aKTUBHOCTH reHa TMPb, KOTOpBI AEHCTBYeT Ha 3CTPOTESHOBBIC
penenTopsl KOCTHON TKaHU (HO HE SHAOMETPHS).

—  AHOpocenbi: OKa3bIBAIOT aHAOOMYECKOE JICHCTBUEC HA KOCTHYIO TKaHb.

—  Topmonvl wumoguoHoll dicenesvl: CTAMYIMPYIOT Pe30pOLNIo KOCTH, JEHCTBYS HAa OCTEOKIIACTHI Yepe3 0CTE00IaCThI.

I'omeocras kaabuus

Bonee 90% kanpus B OpraHu3Me JOKAJIN30BAaHO B KOCTSIX, IJe BMecTe ¢ (ochaToM OH 00pa3yeT KPUCTAILIBI THIPOKCHAIIATHTA.
OpnHako OoJbINasi YacTh KOCTH HE MOXKET CBOOOJHO OOMEHHMBATHCS KaJbIIMEM C BHEKICTOYHOM JKHUAKOCTBHIO (UL OKOJo 2%
KaJIBITUS CKEJIeTa COCTABIIIOT MOOMIIBHBIC 3aI1aChl).

B mra3me KpoBH KanbLuil cOAEPKUTCA B TpeX (opmax:

1) B KOMILIEKCE C OpPraHNYEeCKUMU 1 HEOPTaHUUECKUMU KUCIOTaMU;
2) B cBsI3aHHOM ¢ OenkamMu (B OCHOBHOM alnbOyMUHaMu) popme;

3) B MOHU3MPOBAHHOM BHJie (HECBs3aHHAS (popMa KaJbLusl).

VoHM3MpOBaHHBIM KalblMi, KOHIEHTpAIMs KOTOPOTro B IUIa3Me MojJepkuBaercs B mpenenax 1,1 - 1,3 mmons/n, - 3to
OMONIOrMYecKy akTUBHas Gopma.

arTr

B ocHoBe ¢hu3nonornueckoro Mexanu3Ma nojaepkanus oamnanca kanpiust nexat 3¢ ¢exrsr [ITI. I[Tpn cHnXeHNH CBIBOPOTOYHON
KOHIICHTpaLu Ca®* ycunuBaetrcs cekperus [1TT.
Oynkuuu [1TT:
1. TloBslmaer cKOPOCTh pe30pOIMK KOCTH, YTO 00ECIIEYHBAET IEPEXO KaNbLUs BO BHEKIETOYHYIO )KUAKOCTh
2. YBenuumBaeT peabeop6riio Ca’t B MOUCUHBIX KAHATBIAX, TEM CAMBIM TIOBBIIIAS €I0 KOHIIEHTPALHIO BO BHEKIETOUHOI
JKUJIKOCTH.
3. TocpeactBoMm cTumMyssiiuu oOpa3oBanus kaiapuutprona [ 1,25(0H)2D3] yeennunBaet 3 (heKTHBHOCTD BCACHIBAHUS
Ca®" B KumeUHHKE.
4. VBemuuuBaeT SKCKpenuto pocdara.

Brictpee Bcero mposBisiercs gaeiictBue IITI Ha moukw, HO MaKcUManbHBIA S((EeKT OH OKa3plBaeT Ha KOCTH.

Hepocrarok IITI' npuBoauT K THHONApaTHPEO3y, KOTOPHIM TPOSBISETCS CHIDKCHHEM YPOBHS CBOOOIHOTO KalbLUs |
MOBBIIIEHHEM YypOBHs Qocdara B 1uia3Me KpoBu. KIIMHMYECKH 3TO COCTOSIHUE TIPOSBISETCS BBICOKOH HEWpPOMBIIIEYHOI
BO30YAMMOCTBIO BIUIOTH J0 PAa3BUTHA CYAOPOT W TETAHHYECKOTO COKpAIIEHWS MBI XPOHWYECKAas THUIOKaIbIIHEMHUS
CONPOBOXKAAETCS W3MEHEHHSMH KOXH, DPa3BUTHEM KaTapakThl M KaibUHM(pHUKaUWK Oa3alibHbIX TaHIJIMEB Mo3ra. [IpuuuHEI
THITOTIapaTupeo3a - Cly4yaifHoe ynaleHHe M MOBPEXKACHHE NMapalluTOBHIHBIX JKEJie3 IPH OMNepalsxX Ha IIUTOBHUIHOHN JKelese,
pexe - ayTOUMMYHHOE TIOpa)KEeHHE JKEIIE3.

IIceprorumonaparupeos. [Ipu 3ToM HaciencTBEHHOM 3a00JIEBaHHMHM JKelie3a MpOoXyLupyeT Ouonorndeckd aktusHbIA [1TT, HO
OpTaHbI-MHUIIEHN K HEMY PE3HCTEHTHBI.

I'unepnaparupeo3 (6one3np PexnuurayseHa, GpuOpo3Has oCTeOAUCTPO(Hs) BO3HUKACT, KaK MPABHIIO, BCICACTBHE aICHOMBI
NapalUTOBUIHBIX KeJIe3, UX FMIIEPIUIasuu Uiy 3kTonudeckoil npoaykuuu IITI 30kauecTBEHHON OMyXO0JIbIO.

Kpurepun runepnapatupeosa: MOBbILIEHHbIE YpOBHU cBoOoxHOro Kanbims U [ITT u cHmkeHHbli ypoBeHb docdara B miazme
KpoBH. KnnHU4Iecku cocTosiHUE IPOSBIAETCS Pe30pOLel KOCTel ckeneTa, HehpoINTHa30M M HE(DPOKAIBIIMHO30M.

BropuuHblii runepnapaTHpeo3, XapakTepH3YIOLIMICS TUNepIula3uell MNapaluTOBUAHBIX kene3 M rumepcekpenuert IITT,
HaOJoaeTcs Mpyu XpoHHYecKoi rnoyeuHoit HepoctatouHoct (XITH). PasBuTtue rumepnaparupeosa B 3TOM ciydae CBSI3aHO CO
CHIDKEHHEM CHUHTe3a BHTaMHHa D3 B NaToJOrMYecKd U3MEHEHHOW MapeHXHMMe IOYKH, YTO HPUBOAUT K BTOPUUYHOMY
BeIcBOOOXIeHNUIO [1TT .

XapakTepHbIM PEHTTEHOJIOTMYECKUM ITPU3HAKOM THIIEpIapaTupeo3a SBISETCs cyOnepHocTanbHas pe3opOrms (anaHr KUCTeil.
KocTn gepena nproOpeTaioT MpOCOBUAHYIO 3€PHUCTOCTD C OYaraMi IPOCBETJICHUS, YBEJINYHBaeTCs 00beM uepemna. TpyOuarsie
KOCTH MCTOHYAIOTCA M JeQOPMHUPYIOTCS, Y (U308 GOPMHUPYIOTCS KUCTHL. 1103BOHOYHHMK MCKpHBIsAeTcs. MI3MEHEeHHs B KOCTSIX
COTIPOBOKAAIOTCS CIIOHTAHHBIMU MaJI000JI€3HEHHBIMH TIepesioMaMu, 00pa30BaHHE KOCTHOI MO30JIH 3aMeJICHO.



Taoauua. U3MeHeHHs] 0CHOBHBIX NOKAa3aTejieii KOCTHOr0 MeTad0au3Ma npu pasjinYHbIX 3a00J1eBaHUSIX

3ab6o1eBaHue CpiBopoTouHblii | ChIBOPOTOYHBINH CbIBOpOTOYHAS KommeHTapuu
Ca®" PO, * eJI0YHAs
(docharasza
Ocreomnopo3 N N N MetaGomusm Ca”* He HapymieH
OcTteomansius N i \’ T
Bbonesns Ilemxera N N o T TCa®t TIPYU UIMMOOMITH3AIIN
IlepBuunbIil 0 { Num T IToBbIeHHbIH UK HeanekBaTHO N Ha
TUnepnapaTupeos’ ¢done T ca® ypoBensb ITTT
BTopu4HbIi N 1w N ™ wmm N Komnencatoproe nossinerne [1TT B
TUIEPIapaTHPED3 otser Ha ¥ Ca®*
Tpetnunblii ) T 0 MIITI-aBroHOMHAS rHIEPTPOBHS
THIIEPIIapaTupeo3
T'unonapaTtupeos d J N JIITT, HeCMOTpS Ha THIIOKAIBIHEMHIO

Buramun D (koTopsiii peacTaBisieT coO00i He BUTAMUH, a TOPMOH) MPOIYIIUPYETCs B Koxke B Bune D3 (xonekanbuudepoia). C
BO3pacTOM CIIOCOOHOCTh KOXXH CHHTE3UpOBaTh BHTaMUH D3 cHmkaercs (Oonee uem B 2 pasa mocie 70 ner). VimenHo
q)OTOCPIHTeTI/I‘-IeCKI/Iﬁ D3 SABJIICTCSI OCHOBHBIM HCTOYHHKOM MeTa6OHI/ITOB BuTamuHa D B opranmsme, T.C. I[eq)I/II_[I/IT COJIHCYHOTI'O
CBeTa HAHOCHT OOJIBIIHMI Bpel, YeM allMMEHTapHas HeAOCTATOYHOCTh BUTaMUHa D.

CuHTEe3UpOBaHHBIH B KOXX€ BUTAMHH JIOCTaBJISIETCS TPAHCIIOPTHBIM OeskoM (0-roOYyJIMHOM) B IMEUEHb, IJE XOJeKaIbIHupepos
npeBparaercs B 25-rugpokcuxoiekaibuudepos [25(OH)D;] - oquH U3 OCHOBHBIX HUPKYIUPYIOUIMX AKTHBHBIX META00IUTOB
BuramuHa D. [Jlanee 25(OH)D;3; nmocraBnsiercst TpaHCIIOPTHBIM OENKOM B MOYKH, TA€ MOJ BO3AEHCTBHEM | O-THAPOKCHUIIA3HI
mpeBpamaeTcs B OHOJOTHYECKH BBICOKOAKTHBHBIN MeTabomut 1,25-muruapooxcuxonexansuudgepoa [1,25(0H),D;] u menee
aKTHBHBIA  24,25-nurnapookcuxonekansuudepon [24,25(0H),D3].  AxtuBHOCTH la-rumpokcunasel  perymupyercs IITL,
¢ocarom m wmHTHOMpyeTcs MO MexaHW3My oOpaTHoi cBszu 1,25(0OH),D;. bes IITI' 1,25(0OH),D; B ¢usnomornuecknx
KOHLICHTPALMSIX HE BIUSET HA TPAHCIIOPT KaibLus U (ocdara.

DCTEOKNACTR  OCTEOBNACTLI

BHOBL
hopMmu—
pyroLa

ACH

Puc. U3menenue xoctu mipu 6osie3nu [empkera.
KOCTE (a) - rucTomornyeckas cxema Pa3UYHBIX CTaJUHA
3a00JIcBaHUs Ha IpUMEpPE OCIPEHHOMN KOCTH;

(0) - peHTreHOrpamMmMa MICYCBON KOCTH.

1 - ocreomurrnyeckas haza,
2 - cMemaHHas Qasa,
3 - ocreockiiepoTuueckas ¢asa.




KaabuutonuH npoxaynupyercs C-KIeTKaMU NIUTOBHIHOW JKEJe3bl, peXke - MapandTOBHIHON >Kele3bl U TUMyca. MHUIIEHBIO
CIIYXHT KOCTHasl TKaHb, TJ€ 9TOT TOPMOH TOPMO3HT PE30POIMIO MaTPUKCa, CHIDKAsT BRICBOOOXKIECHUE KaIbIUA U docdara. ITOT
3¢ dexT xanpuuroHHa He 3aBUCUT OT [ITT. KambIMTOHWH OKa3bIBaeT TaKke 3HAUMTEIHHBIA 3¢ ¢dekT Ha MeTaboau3M (docdara,
crocoOCTBys Bxoay (ocdara B KOCTHYIO TKaHb M NMEPHOCTAIBHYIO KUAKOCTh M CHIDKAs TIPH 3TOM BBIXOJ KaJbIMA U3 KOCTEH B
IIa3My KPOBU. DTO ACHWCTBUE KAIBIIUTOHHHA BMECTE C €r0 CIIOCOOHOCTHIO TOPMO3HTH BBI3BAHHYIO OCTEOKJIACTAMH PE30pPOIHIO
KOCTH TIO3BOJISCT MPUMEHSATh TOPMOH JJIsl JICUCHHS THIICPKAIBIIMEMUU MPH METACTATHYCCKOM TOpaKeHWH KocTu. [eduuut
KaJbIIUTOHWHA KIMHUYCCKH HE TNPOSBIACTCS. [ UIEepCeKpelysi TOPMOHA HAONIOJAcTCs MNpH  MEAYJUIIPHOH KapIMHOME
IIMTOBHTHOM JKEJIE3bI, OTHAKO 3TO OYCHBb PEJIKO COMPOBOKIACTCS THITOKATBIIUCMHUCH.

I'opmons! mmurToBuAHON 3kede3bl: TupokcuH (T4) u TpuiionTuponuH (T3) yckopsitoT 0OMEH KOCTHOM TKaHH M BBI3BIBAIOT
THIIEPKAIBIEMHIO, B TO BpeMsl Kak Ae(UIHUT STHX TOPMOHOB BBI3BIBAET OTCTaBaHKE B POCTE.

H3MeHeHNsI OCHOBHBIX NMOKAa3aTeseil KOCTHOr0 MeTafoIu3Ma NMPH pa3jJMYHbIX 3a00/1eBaHuAX (CM. TabIHITy).
Mertabommaeckue 00Ie3HH CHIDKAIOT MAacCy ¥ MMPOYHOCTD CKENeTa.

Ocreonenns - C06I/IpaTeHI)H0€ MOHATHUEC, O3HAYaroIIee aHOMAaJIbHO HU3KYIO MacCCy KOCTEH. HpI/I‘lI/IHLI OCTCOIICHHUU: OCTCOIIOPO3,
oCTCoOMaJIAI M, HepBI/I’{HHﬁ runeprapaTupeo3, MUeJIOMHasA 60H63HL, MaCTOIMTO3, IIOYCYHAaA OCTCOHI/ICTPO(I)I/UI.

OCTeOHOp03 MpCACTaBIACT co00# CHIDKEHHE MacChl KOCTEH Ipu HOPMAJIbHOM COOTHOIICHUHN MHUHEPAJIBbHBIX U OPraHUYCCKUX
KOMIIOHCHTOB KOCTH. OCTeOMaJ’IHHI/Iﬂ XapaKTCpU3yeTcsd HEJI0CTaTOYHOU MPIHepaJ'IPI?;aI.[PIefI KOCTHOT'O MaTpUKCa (OCTGOI/II[a).

1. OcreoMaasinusi H paXuT
OcTeoMalsius U paxuT 00YCIIOBICHBI HapyLIEHHEM MeTabonu3Ma win 1euuuTom BuTaMuHa D.

Paxur - 3aboneBaHue IETCKOTO BO3pacTa, KOTOPOE XapaKTepU3yeTcs HU3KUM YpOBHEM KanbLusl M (ocdara B IIa3Me KPOBU H
HapyIIeHHEeM MHUHEpAIM3alH KOCTEeH, BEAyIUM K aedopManun ckenera. Hanbonee 4acTbIMH NMpUYMHAMH paxuTa y JeTed B
Pa3BHUTHIX CTpaHaX HA CETONHSIIHWN JICHb SIBISIOTCS MOYEYHAs OCTEOOHCTpodus M ceMelHbIi runodochaTeMUuecKuil paxur.
Tem He MeHee B MUPE OCHOBHOI NPUUUHOM AeduinTa BUTaMuHa D sBIIsSIETCS €ro HeJOCTaTOYHOE TOCTYIICHHE C MULIEH.

Yy B3pOCJIBIX HEAOCTATOYHOCTh BUTAMUHA D BrI3BIBaET OCTCOMAJIALIUIO. HpI/I 3TOM Ha6J’[IOI[aeTCH CHM>KCHUC BCAChIBAHUS KaJIbIIUA
u docdara B KuIllIKe, a TaKKE CHHIKCHHE WX YPOBHSA BO BHEKICTOYHOM >KMIKOCTH. YBEIUYHUBACTCS OTHOCHUTEIBHBIA 00BEM
0CTeOH 1a: HEMUHEPATTU30BAHHBINM O0CTEOU MOXKeET cocTaBlsATh 10 100% (B HOpMe - He Gosee 27%).

Ipuuunsr ocmeomanayuu (kpome nedunura BuTaMuaa D):

—  ManbabcopOrus (BCIeCTBUE TACTPIKTOMUY, PE3EKIMN KHIICUYHNKA, [STHaKU1, IUPPO3a MEUCHN);

— HapyueHus Merabonm3ma BuTamuHa D (Oone3Hu mouek ¢ HapyuieHueM (QyHKIWHM 1o-rHIpOKCHIIA3bl, CEMEWHBIN
runepdochaTeMUIeCKUN paxuT);

—  xponuueckas runogocdaremust (X-cueruieHHas - BATAMHH D-pe3ncTeHTHBII paxur);

—  TIOYEYHBIH KaHAJBLEBBIH alu103, CHHAPOM MusbkmaHa, cuaapoM Pankonu (00yciosieHsl GochaTypueii);

— XIIH (compoBokmaeTcsi CHIKCHHEM |O-THAPOKCHIMPOBAaHUS 25-THAPOKCHBATAMHHA D3 B aKTUBHBIA METa0OJIHT
1,25(0H),Dy);

—  NPOTHBOCYIOPOXKHAsI Tepamnusi (HapyliaeT MeTaboJi3M BUTaMUHa D, BIUsIst Ha OKCHAa3HbIe ()EPMEHTBI);

—  Me3eHXUMaJbHble W THUTaHTOKJIETOYHBbIE ONyXoiu (HpOoayUHUPYIOT ¢akrtop “dochaToHUH”, yBEITMYHBAIOIINI
9KCKpenuio docdara).

Hespenblii ckener pearupyeT Ha HapylIeHHEe MHUHEpaiu3alud (OPMUPOBAHHEM XapaKTEPHBIX PAXUTHUECKHX JAedOpMalIHid:
yToNmeHns: 3Mu(U3apHBIX KOHIIOB KOCTEH, BapyCHBIX/BATBTYCHBIX NeQOpMalUi KOCTEH TONEHEeH, “paxHUTHYeCKHX UYeTOK B
peOepHO-TPYIMHHBIX COWICHEHUSX, pa3MIrdeHus KOcTell depemna. Y B3pOCIBIX OCTEOMASIIUS MPOSBISETCS T'€HEpalN30BaHHON
O0JIBI0 B KOCTSIX, NMPOKCHUMAIBGHBIMH MHONATHSIMU. PEHTICHOJIOTMYECKH y JHeTeil ONpenersroTcsi HedeTKass TI'paHMIa 30HEI
00BI3BECTBIECHUS Xpsa, nedopmanns MeradusoB, pacmiupeHne 30H pocra. 30HBI npocsemieHus Jlysepa pasmepom 10 1 cm
OOBIYHO BU/IHBI B KOPKOBOM CJIO€ OEAPEHHON KOCTH, TA30BBIX KOCTSX, pedpax, JIoNaTKe WM JIOKTEBBIX KOCTsIX. brnoxuMmnueckn
ONPEAEISIOTCA HU3KHE ChIBOPOTOUHBIE YPOBHHU Ca® u PO, ¥, a taxxe 1,25(0OH),Ds 1 mOBBIMICHHBIH YPOBEHb CBHIBOPOTOYHOM
®. B ciayuae cemeiinoro rumodochaTreMUIecKOro paxura ypOBEHb Ca*" ocraercs B mpenesaax HOPMbI, HO ypoBeHb POy ¥
CHW)XEH u3-3a “‘yreukn” ¢ocdopa. B cnyuyae mepenoma Geapa y B3pOCIOTo HEOOXOAUMO OIPEACTICHHE YPOBHEN CHIBOPOTOYHOTO
Ca2+, PO43' n P myist yTouHEeHUs! IPUPOIBI OCTEOTICHHUH: TIEpEIOMbI Ha ()OHE OCTEOMAISIIUH JICUUTh 3HAYUTEIbHO CIOXKHEE, YeM
Ha (poHE ocTeonopo3a. brorncus KOCTH MOATBEPKAALT TUATHO3.

Jleuenne ocTeOMANALMN OMPEAEISIETCS 3THOJOTHEH: 3PTOKAIBIU(EposT B (DU3MOIOTHYECKHUX 033X BOCIIOIHUT JeHHUIINUT
NOCTYIUIEHNs] BUTaMMHa D ¢ mmmel; npu mambaOcopOumu BuTamMuHa D TpeOyrorcst ropas3mo 0Oosiee BBICOKHE JI03BI
sprokasisidepona 0e3 rapaHtuu 3()(EKTHUBHOCTH; JOMYCTHMO pAa30BOE IAapeHTEpaJbHOE BBEJCHHUE II0 ITOKA3aHHSIM.
I'inogocdaremuyecknii paxur JiedaT npenaparamu gocdopa.

Xupypruueckoe JiedeHHe NepesoMoB Ha (OHE OCTEOMAISIIMKU: CIIEAYET OTJAaTh MPEANOYTEHHE HAPYKHBIM METO/aM (DUKCAIUH,
MIOCKOJIBKY BHYTPHKOCTHBIE (DUKCATOphl OOBIYHO HE YJEpKUBAIOTCS B pasMsrdeHHOW Koct. Jledopmanum BcieacTBue
runodochaTeMun 00BIYHO TPEOYIOT OCTEOTOMUYECKOH KOPPEKITHH.



2. TloyeuHasi ocTeoqucTpodus

IToueunas ocreomuctpodus: pazsuBaercs Ha Gpone XITH. IlaTorene3 B oCHOBHOM 00ycJOBIIeH cHIkeHneM cuHaTe3a 1,25(0H),Ds3
BenencTBue  Aedurmra  pepmMeHTa 1o-rHAPOKCHIA3bl M BTOPUYHOTO rumeprnapatupeo3a. OCHOBHBIMU — KIMHUYECKHMHU
MPOSIBJIICHUSIMH TTOYCYHON OCTCOMUCTPOGUH SABISIOTCA 0OJb B KOCTSIX U MEPEIOMBI (OCOOCHHO MPH TOBBIMICHHOM COJCPKaHUU
ATIOMUHUS B TUTHEBOH Boje). [IpM pPEHTICHONOTHYECKOM M OHOXMMHYECKOM OOCIICAOBAHHM OMPEACISIIOTCS TMPH3HAKH
OCTEOMAIIINE M THIepnapaTupeo3a. YposeHb PO,> - 0GBIYHO IOBBIMICH, a ypoBeHb Ca’’- CHIDKEH; MOXET OBITh MOBBIIICH
ypoeenb 11D, ceiBopoTounas konueHTpaius [ITI mopbimieHa y OOMBHBIX ¢ (UOPO3HO-KUCTO3HBIM OcTenTOM. Ha3HaueHue
(hochopcBs3pIBAIOIINX MPenapaToB (HEBCACHIBAIOIIMXCS AHTAIMOB) CHIDKACT KOJMYECTBO BcackiBaeMoro ¢ocdara. JuanusHas
JICHOHM3AIIHS PEIOTBPAIIACT PA3BUTHE TOKCHICCKOH (QTFOMUHUCBON) OCTCOMAISIIHH.

CuMITOMBl OCTEOMATSLIMK M OcTeuTa perpeccupytor npu sedenun 1,25(0OH),D; nmnm o-kanpumanonom. [lpu coxpanenunn
ruepnapaTHpeosa Ha hOHe HOPMAM3ALMH YPOBHS ChIBOPOTOUHOro Ca’* BO3MOXKHA CYOTOTANbHAS PE3EKIUs MAPAIIHTOBHIHBIX
KeTes.

3. bBoae3ns Iexxera

Bonesup Ilemxera (osteitis deformans, medopmupyrommii ocreo3; omucana B 1877 T1.) 00ycloBICHa HapyIICHUEM
PEMOICITUPOBAHHUS KOCTH.

B Hawane 3a0oieBaHUs KOCTh Upe3MEpHO pe3opOupyercst ocreoxyiacTamu. HoBasg KOCTb XapakTepudyeTcs CTPYKTYpHOH u
(yHKIMOHAJIBHOW HETOJIHOLEHHOCTBIO: YCHJICHHOW BacKyJsipu3alyeil W/WiM uYpe3MepHbIM pa3BuTHeM (UOPO3HON TKaHU.
3aboneBaHne pa3BuUBaeTcs B Bo3pacte crapmie 40 IeT ¢ OAMHAKOBOH 4YacTOTOM y MYXYMH H JKeHmHH, K 90 romam
peHTreHosorndeckre npusHaku 6onesnn Ilemkera onpenenstorcest y 10%. B 60-80% ciyuaes 3a0oneBanne npoTekaeT 0e3 Kakoi-
100 KIMHAYIECKOW CUMITOMATHKH. Yale Bcero mopaxaroTcsi KOCTH Yeperna, Ta3a, IO3BOHOYHHKA.

JTHO0TUs Heu3BecTHA. [laHHBIX 00 SHIOKPHHHBIX HapYIICHHUAX, BOCHAJIMTEIBHOM W COCYIUCTOM TIeHe3e OOJEe3HHM HET.
OOHapyxeHHe BKIIOUCHUH B Spax OCTCOKIACTOB IPHBEIO K MPEIIIONOKEHUIO (HETTOATBEPKACHHOMY) O MEUICHHOW BHUPYCHOM
uHpeKkK (MapaMUKCOBHPYCHI, PECIIMPATOPHBIC BUPYCHI).

IMarodu3snosiornsi. XapakTepHoil OCOOEHHOCTHIO 3a00JEBaHUs SBISIETCS YCHJICHHE pe30pOIMU KOCTH, COIPOBOXKIAIOLIeecs
YCKOPEHHBIM KOCTe0Opa3oBaHHEM, KOTOpO€, KaK MpaBWIO, KOMIIEHCHpyeT pe3opOumioo. Ha paHHUX cramusx OoJe3HH
npeodyaaroT MpoLecchl pe30pOIMu, KOCTh W30BITOYHO BacKyIsIpU3yercsl (OCTEONMTHYECKas MM JecTpykTuBHas ¢aza). [Ipu
9TOM OajlaHC KaJbLHs MOXET OBITh OTPHLATENbHEIM. B cMemanHoi da3e 3a60eBaHus CKOPOCTh KOCTEOOPa30BaHUS HOJHOCTBIO
COOTBETCTBYET CKOpPOCTH pe3opbimu. I[lo Mepe mnporpeccupoBaHus 3a00NeBaHUS JOMHHHPOBATH HAYMHAIOT MPOLECCHI
KocTeoOpa3oBaHus (OCTEOINIACTHYECKAs WM OCTeockiepoTuueckas (aza). Ilpu 3ToM OajaHC KaJblMs CTAHOBHUTCS
HOJIOXKHUTEITBEHBIM.

Kauandyeckue mnposiBiaeHusi. Y OoibpImIMHCTBA mMamueHToB c OonesHbio Ilemxera (60-80%) KIMHUYECKHX TIPOSIBICHHMA
3a0osieBannsl HeT. 3a00JieBaHHE MOXKET MPOTEKaTh C MOPAKEHHWEM OJHOW KOCTH WIIM HECKOJbKHX KocTted. Haumbosee wacto
nmopaxxaroTcsi OeApeHHass KOCTb, Ta3, OombIIeOepioBas KOCTb, Ye€peln U MOSCHUYHO-KPECTLIOBBIM OTMAENT MO3BOHOYHHKA.
beccumnromuas opma Gonesnn Ilemxera AuarHocTUpyeTcs NMPH PYTHHHOM OHMOXMMHYECKOM aHailu3e (TOBBIIICHHE YPOBHA
1Ie709HO# ocdarasbl) WK PEHTTCHOIOIMISCKOM HCCIICIOBAHUH.

Brenrnuil Buj manueHTa ¢ sIpKoO BeIpaykeHHOH Oone3Hbio llemkera JOCTATOUHO TUITHYEH: OONbIIast TOJIOBA, YBEIMYEHHAS 3a CUET
MO3rOBOW 4YacTW 4Yeperna, HEe3HAYWTENIbHbIE W3MEHEHHs KocTed Jmna. [I03BOHOYHMK MCKpHBIEH Khepeau (Jopros),
NPEUMYIIECTBEHHO B IPYIHOM OT/eNe, OeApeHHbIe 1 00IbIeOepIIoBbIe KOCTH NCKPHUBIICHBI KIIEPEIN U JIaTepalIbHO (cabieBuIHbIC
HOTH), ToXoaka “yruHas”. MHorma 3ametrHo nedopmupyercs Tta3. llleiika Oenapa OTKIOHSAETCS TOPHU3OHTAIEHO W MOMKET
COCTAaBJIATH NPSIMON YTOJI C TeNIOM O€PEeHHO KOCTH, YTO IPUBOAMT K BapyCHO! eopMaruu.

Cumnromsbl 0ose3nu Iemxkera:

—  00H B KOCTAX, 0COOEHHO YacTO B IO3BOHOYHMKE M KOCTSAX Ta3a;

— 0omnu B cycTaBax;

—  nmedopManuu KocTei (0coOOCHHO O0IBIIEOEePIIOBBIX ), XapaKTepHbIe U3MEHEHUST KOCTEH depera;

—  Kxommpeccus gyepenHsix HepBoB: dame VIII (rmyxoTa), Takke V (HeBpalrus TpOMHUYHOTO HepBa), 11 (CHIKeHne 3peHns,
3acToii Ha ria3HoM aue), VII (cmabocTh MHIleBON MyCKyIaTyphl);

— runeptpodusi MUOKap/a U ceplieuHast HeJJOCTaTOYHOCTh C BBICOKUM BBIOPOCOM (3HAUNTEIBHOE YCHIICHHE KOCTHOTO
KpPOBOTOKA);

—  NATOJIOTHYECKHE MepesIOMBI (0COOEHHO XapaKTepHBI IPOKCUMAJIBHBIC TIEPEIOMBI Oe/pa);

— miatuba3us, BepTedpodasuiLIsipHas HeJOCTaTOYHOCTh, Tuaponedanus (MHBarMHaIKs MEHHBIX TO3BOHKOB B OOJIBIIIOE
3aTBUIOYHOE OTBEPCTHE);

—  pelnKo ocTeoreHHas capkoMa (pa3BHBAeTCsl B TOPAKEHHOM KOCTH).



BuoxuMuyeckue M3MEHEHUsI XapaKTepHbl [yl YCKOPEHHOTO KOCTHOTO Merabonu3ma. [loBblmaeTcs KOHUECHTpAIMs
chiBopoTounoit I1[d (MapKep aKTHBHOCTH OCTEOOIACTOB) IIPH HOPMaIbHOI KoHienTpauun Ca’* u PO, ¥, a Tarke yBennunBaetcs
IKCKpELHs C MOYOM THAPOKCUIPOSHHA (MapKep aKTUBHOCTH OCTEOKIACTOB). MOXET ObITh yBEJIMYEeHA KOHLEHTPALUS APYTHX
(hepMeHTOB ocTeoUTOB (HampuMmep, kucioi hocdaraser). Hecmotps Ha 40-50-kpaTHOE YCKOPEHHE META00OIMIECKHUX MPOIICCCOB B
KOCTH, YpoBHH chiBopotousoro Ca®* u PO, ocratorcs B npeenax HopMbl. OIHAKO PH MMMOOMIH3ALIH (JICUCHHE [IEPEIOMOB)
U OYCHb aKTUBHOM U PACIPOCTPAHEHHOM MPOIIECCE MOTYT Pa3BUTHCS THIEPKAIbIMEMHUs U Tunepkaapimypus. Y 30% OobHBIX
MOBBIIIACTCS CHIBOPOTOYHBIA YPOBEHbh MOUYCBOW KUCJIOTHI, YTO CBA3BIBAIOT C YCKOPEHHBIM Pa3pyHICHUEM HYKJICHHOBBIX KHCIOT.

Juddepenunanbublii AMATHO3: TUCTOJOTMYECKUH - C MOPAXKESHUSIMU KOCTEH NPU TUIlepraparupeose U GUOPO3HOH ITUCIIIAa3HH.
[larorHOMOHHYHBIMH 11 OosiesHH Ilemkera SBIAIOTCS BKIIOYCHHS B OCTECOKIACTaX, OOHapy)KMBaeMble MOJA BJICKTPOHHBIM
MHUKpOCKorioM. KITMHHYEeCKN W PeHTTeHOIOTHIeCKN ObIBaeT TpyaHo auddepeHmposars 6oxe3nb [lemkera oT MeTacTa3oB (pak
MPOCTATHI) U TyOePKYIIE3HOTO TOPaXCHUS TO3BOHKOB. BOmpoc MOKHO pa3pemunTh HccaeI0BaHneM OnonTaTa KocTei (TI03BOHKOB
Y TIO/IB3JIOIITHOM KOCTH - IIPU MOPAKECHHUH Ta3a).

Jleuenue:

- Ananveemuxu u HecmepouoHvle NPOMUSOEOCNAIUMENIbHbIE NPENnapaml;

- KAIbYUMOHUH,

- bucghocghonamo;

- opmoneduyeckas KOppeKkyust (Opmo3wl, UMMOOUIUZAYUSL),

- Xupypeuueckoe jeuenue nepeiomos, CUHOPOMA COAGNLeHUsL CNUHHO20 MO32A U KOPEUKOB.

4, T'mnokajbmueMus

ITHOJIOTHA:

— Tunepdocdaremus (00praa0 0TMeuaercs Ha pone XITH, npu pacnane omyxoin, HEKpo3€ BHYTPEHHUX OPTaHOB U MBIIIII,
pexe - BCleACcTBrE Tepanuu GpochaTamu);

— T'unomnaparupeo3s (mocronepaoHHbIN HabIr0aeTCst B 1% BCeX THPEOUIDKTOMUIL; pexKe - BPOXKICHHAS
HEJIOCTaTOYHOCTh NapalllUTOBUIHBIX XKeJie3 - cuHapom Ju ['eopre; nanonaTnyeckuii ayTOMMMYHHBIN THIIONapaTUpeos;
BCJIEJICTBHE BRIPAKEHHOM TUIIEpMarHueMHUN).

—  Jedunur Butamuna D (octeomansiuusi, BATaMUH D-pe3UCTEHTHBIH PaxuT).

— T'unomarauemus.

—  Icepmorunonapatupeos (IITI-pe3ncTeHTHOCTD).

—  StporeHHas (BCIIeACTBHUE JICUCHUS KAIBIIUTOHHUHOM, OuchochoHaTamm).

— /Jlpyrue npu4uHb (HapuMep, ITOCTITUIEPBEHTIIIIIMOHHBIN aIKalo3, OCTPBIH MAaHKPEaTHT, MACCUBHASA TeMOTpaHChy3Hs C
HCTIONIb30BaHUEM LIUTPATHOMH KPOBH).

Knunnueckasn KapTuHa o6ycn013neHa YBEJIMYCHUEM HepBHO-MLIHIe‘IHOﬁ B036y):[I/IMOCTI/IZ nmapeCTe3nmr, MbINICYHBIC CIa3MBbl,
JIapyuHTOCIIa3M, Cyaoporu, TCTaHUA. HeBpOHOFI/I‘IeCKI/Ie U TICUXUYCCKHEC CHUMIITOMBI: Pa3ApPaXUTECIbHOCTb, ACHPECCHUA, TICHUXO03,
SMUNPUITAIKHA.

XapakTepHbl: CHMITOM XBOCTEKa (COKpAIleHHE MBIIII] JIUIA [IPU MOCTYKUBAHUH 110 CTBOJIY JIMIIEBOTO HEPBA Y MECTa BBIXOJA);
cuMnToM Tpycco (TOHMYECKOE COKpaIlleHHe MBI KUCTH WK “pyKa aKymiepa’ Iocie HepeTsSTnBaHus Iuiedya MamkeTkor). [1pu
BBIPQ)KEHHOM THUMOKaJIbLIMEMHHM Pa3BHBAETCS OTEK [HUCKa 3pUTEIBHOrO Hepsa, yauuHsercs wuHTepBan QT nHa OKI.

Jleuenne: kanpuuii BHyTpuBeHHO (10% KampIii riroKoHAT, HadanbHas mo3a 10 mi, 3atem 10-40 mu B 1 1 usnomormaeckoro
pactBopa B TeueHme 4-8 U) - TpU TETAaHWH. 3aTeM TMEPEeXOIiAT Ha TIePOPalbHBI IpHEM MpenapaToB KaJbIIHS.
Ecnyu cumMnTOMBI THTIOKANBIIMEMHUH HE HCUE3al0T, TO Ha3HA4YaloT mpenapatsl BuTamuHa D. [IpenmouteHue cieayeT oTaaTh ol-
THIPOKCHIIMPOBAHHBIM MPOM3BOIHBIM BuTamuHA D (Oosee 3¢ dekTuBeH mpu ModYeyHO! MATOJOTHHA W MMEET KOPOTKHU IEePHOJ
nonypactana). [lomnepkuBaromasi CyTo4Has J03a O-Kalblumoiia Bapeupyer B mpemenax 0,25-2 mr. Bo Bpems nedeHus
HEOOXOTUMO CIICAUTH 32 CHIBOPOTOYHBIM YPOBHEM KaJbIIHS.
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