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1360 [JTABA 26 KocTu, cycTaBbl U MATKME TKaHU

KOCTW

Bocneras noatom («O! Bemubiit Vopuk!s) 3a amresns- CBFA1 u curnampubiii myts WNT /B-katennna (cm.
HYI0 COXPAaHHOCTD TIOCJIe CMEPTH KOCTHAs CICTEMAa NMeeT rnasy 2) [2, 3];

60JIbIIIOE 3HAYEHUE JIJIST JKUBOTO OPTAHU3MA: UTPAET BaXK- O ocmeobaacmul U BLICMULAIOULUE KIeMKU KOCTU. DTH
HYIO POJIb B MMHEPAIbHOM OOMEeHe 1 TeMOII0d3e, Olpe/ie- KJIETKN HaXO/ITCS Ha MOBEPXHOCTU KOCTHU, CUHTE-
Jiet pasmep 1 (hopmy Tesia, obecrednBaeT MEXaHUYECKY 10 3MPYIOT, TPAHCTIOPTUPYIOT U YIIOPSII0YUBAIOT MHO-
ONOPY TPH JIBUKEHUH U 3alIMIIAET BHYTPEHHUE OpPTaHbl rie Geky MaTpukca (puc. 26.2; cau. nanee) n WHU-
OT TIOBPEXACHUA. Koctu cocrost TIIPpENMyIeCTBEHHO U3 IUUPYIOT IIPOIECCHI MUHEPAIN3AINN. OcTteobmacTsl
OpraHuYecKoro Marpukca (ocmeouda) W THAPOKCHAIA- UMEIOT PELENTOPbI, CBSA3bIBAIOIIMECS ¢ TOPMOHAMMU-
TUTa KaJabIllusd, IMIPUAAIOIIETO UM IIPOYHOCTDb U TBEPAOCTD. peryasitopamMu (PTH’ JICIITUHOM WU SCTPOFGHOM),
OpnHako KoCcTHAsA cucTeMa — 3TO AMHAMUYHAS CUCTEMA, B BUTAMHHOM D, 1uToKmHAMH, (HaKTOpPaMH POCTa,
KOTOPOIl MOCTOSIHHO MYT MPOLECChl pesopOimu, 00HOB- GelkaMU BHEKJIETOYHOTO MaTpukca [2—6], u aKc-
JICHHST 1 PEMOJIC/TMPOBAHMS IPU YYACTHH HECKOJIBKIX TH- 1peccupyior GakTopbl, KOTOPbIE PEryIUpyIoT Aud-
I110B KJIETOK KOCTHOH TKaHU, COOTHOLIEHUE KOTOPLIX pery- (pepeHIITPOBKY 1 YHKIIIY 0cmeokaacmos (ca. puc.

JIPYIOT (DAKTOPBI TPAHCKPUTIIINH, IIUTOKUHBI U (PaKTOPbI
pocra (puc. 26.1) [1-3].
OCHOBHBIMU TUTIAMU KJIETOK KOCTHOI TKAHU SIBJISIIOTCSI:

26.2). Ilpn opMupoBaHUM BOKPYT 0CTEOGJIACTOB
OPraHMYeCcKOro MaTPUKCa OHU TPAHC(HOPMUPYIOTCS
B ocmeouumul. OcreobnacTsl Takke MOryT aucdde-

O ocmeozenvle KICMKU-NPeOUeCMEEHHUKY. DTO TLIIO- PEHINPOBATbHCA B HCAKTUBHDBIC BBICTUJIAIOIINE KJICT-
PUNIOTEHTHBIE Me3eHXNMaJIbHbIE€ CTBOJIOBbBIE KJIETKH, K1 KOCTH;
KOTOPBIE PAcioyIiaraioTcs 1moji Bcelt KOCTHOI TTOBEpX- O ocmeoyumol. ITH KIETKU B3aUMOJEHCTBYIOT APYT
Hoctbio. [Ipu ctumysnsanmm dhaktopamu pocta OHU C JIPYTOM U C BBICTUJIAIONMMU KJIETKaMU KOCTH 110~
nuddepeHIpyoTes B 0CTe0bIacThl. ITOT MPo- CPE/ICTBOM CJIOKHOHN CeTH IUTOIJIA3MaTUYECKUX
1tecc peryaupyiot dakrop Tpanckpurnmun RUNX2/ OTPOCTKOB ¥ TI€PEKPECTHBIX TyHHEJEH B MaTPHUKCE,

dakTopbl pocTa, @ OcTeOreHHbIe KNETKU-NPE/LLIBCTBEHHIIKN
BbICBOGOXAGHHbIE Q 00 Mposndepauns
0,90 /

Mponudepauns

Mexau4eckue aktopel RUNX2 '\ 1 cospesatve
KneTka-npeALLIeCcTBEHHIK FOpMOHbI WNT
0CTEOKNacTa LINTOKIHbI BMP
l AKTUBMPOBAHHbIE 0CTE06NACTbI LRP5/6
ﬂoserHocmme OCTeoﬁnacm ‘
[B-KarenuH
Meauatopb! ) 7‘ “

0CTeOKNacTorexe3a
Octeoknact

PUC. 261 OcTeoumThbl M UX B3aUMOAeNCTBNA. TOPMOHBI, LMTOKWUHBI, (DAKTOPbI POCTA, MOSIEKYbl TPAHCAYKLWN CUTHANA UTPAOT BaXKHELY ponb B (DOPMUpO-
BaHMN W CO3PEBAHNN KOCTHOI TKaHW, 06ecneynBarT B3auMoAencTBMe 0CTE061acTOB U 0CTEOKNACTOB. CUHTE3 1 pe30p6LmMs KOCTHON TKaHWU Npu peMofennpo-
BaHUM — B3aMMOCBSA3aHHbIE NPOLECCHI, KOTOPbIE KOHTPONMPYIOT CUCTEMHbIE (DaKTOPbI M LUTOKUHBI, HEKOTOPbIE N3 KOTOPbIX HAKANNBAOTCS B KOCTHOI TKaHMW.
BMP — KoCTHbI MOpdhoreHeTnyeckuin 6enok; LRP5/6 — peuentop nnnonpoTenHOB HU3KOW NIOTHOCTU, POACTBEHHbIN 6enikam 5 1 6.
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PUC. 26.2 (A) AKTUBMPOBAHHbIE OCTEO6MACTbI CUHTE3UPYIOT KOCTHbI MAaTPUKC, OKPYXXAKOLINA BEPETEHOO6Pa3Hble KNIETKM — OCTEOTEHHble KJIETKN-Npea-
wecTBeHHMKN. (B) [1Ba ocTeoknacTa pe3opobupyoT KOCTb.

KOTOpbIe HAa3bIBAIOT Kaxaxvyamu. OCTeouTs yJa-
CTBYIOT B KOHTPOJIE YPOBHSI KaJIbIHs 1 (pochaToB B
KOCTHOI TKaHW, BOCIIPUHUMAIOT ME€XaHNYECKNe Ha-
TPY3KHU ¥ TIEPEBOJISAT UX B GUOJIOTHYECKIE TIPOTECCHI
(mexanompancoyxuyus) 5, 6];

O ocmeoknacmol. ITH KIETKU PETyIUPYIOT pPe3opo-
nuio Koctnoit Tkaru. OHM PA3BUBAIOTCS U3 TEX XKe
TeMOTOATHYECKIX KJIETOK-TPEANIECTBEHHUKOB, YTO
¥ MOHOIUTHI 1 Makpodaru. Dakropamu peryisim
co3peBaHus 1 IUGHOEPEHITIPOBKU OCTEOKIACTOB SIB-
JITIOTCS IIMTOKUHBI 1 (DaKTOPBI POCTa: MaKpodaraib-
HBIN KoJToHMecTuMympyionuit hakrop (M-KCD),
IL-1 w TNF [7, 8]. 3pesibie MHOTOS/IEPHBIE OCTEO-
kiactel (comepxkar 6-12 smep) dopmupyroTes
OyTeM CJIUSHUS IUPKYJIUPYIOIUX MOHOHYKJIeap-
HBIX OCTEOTE€HHBIX KJIETOK-TPEANIECTBEHHUKOB U
MMEIOT OTPAaHUYEHHBIH CPOK KU3HU (OKOJIO 2 Hel).
OcTeokmacTsl (UKCUPYIOTCS K TOBEPXHOCTH KOCTH
C IOMOII[bIO MHTEPUHOB U 0OPa3yIoT ouar pesoponuu
(cm. puc. 26.2B) — He3aBUCHMBII yU4acTOK BHEKJIE-
TOYHOT'O TPOCTPAHCTBA, AHATIOTUYHBII BTOPUYHBIM
m3ocomaM. Kierourbie MeMOpaHbl, OrpaHYNBa-
folue ovar pe3opoiyn, (oOpMUPYIOT MHOKECTBEH-
HBIE CKIAZIKU (20)pUPOBAHHYI0 KAEMKY ), TEM CAMBIM
YBEJIMYMBA IIJI0IIA/b €I0 IOBEPXHOCTH, B TO BPEMSI
KaK TPUJIeTafoliie K o4ary pe3opOmn KJIeTKH Co-
3/IAI0T IJIOTHBII KOHTAKT € KOCTbIO, YTO IIPEI0TBPa-
[aeT yTeuKy MPOAYKTOB pe3opbiun. OcTeoKIacThl
VIASIIOT MUHEPAJIbHbIE BEIECTBA MIYTEM CO3IaHUs
KHUCJION CPEJIbI, NCTIOIb3YsI TPOTOHHBIN HACOC, U TI0-
TPEOIAIOT OPTaHUYECKUIT KOMIIOHEHT, PaCIerisist
€T0 TIPOTEA3aAMI.

OcTeokacTsl MPOAYINPYIOT PsiZ (GaKTOPOB, PETYIIH-
PYIOIIMX rOMe0CTa3 KOcTU. MexXaHn3Mbl KOHTPOJISI TOMEO-
CTa3a MOJHOCTBIO HE M3YYEHBI, HO M3BECTHO HECKOIBKO
HanboJiee CyIeCTBEHHBIX CUTHAIBHBIX TTyTeil (puc. 26.3).

O/IMH U3 CUTHAJIBHBIX TyTel BKIOYAET TP (haKTopa:
(1) Tpancmem6Gpannbiii perienitop RANK, xoTopbiii aKkc-
TIpeccupyeTcsl KJIeTKaMHU-IIPE/IIeCTBEHHIKAMHI OCTEOKJIa-

croB; (2) RANKL, skcmpeccupyeMelii ocTeobmactaMu 1
CTPOMAJIBHBIMU KJIETKAMU KOCTHOTO MO3Ta; (3) 0cTeonpo-
terepu (OPG) — «mpumanky» n1s RANKL, koropyto
CEKPETUPYIOT 0CTEOOMACTHI U HEKOTOPBIE IPYTUe KIETKH.
OPG konkypenTtHo cBsizbiBaeTcs c RANKL, mpeniarcTByst
ero B3anmojieiictsuio ¢ perienitopom RANK [9]. TIpu
crumyssiiinn RANKL RANK aktuBupyet ¢akrop Tpamc-
kpunimu NF-xB, koTopbiii o6eciieunBaer (hopMupoBaHme
U BBIKUBAHKE OCTEOKJIACTOB.

Bropoii curnasibHblil 1y Th BoBJiekaeT B riporiecc M-KCO,
MPOYIIUPYEMBII 0CTe0OIaCTaMu, U €10 PEIENTOP, PACTIONO-
JKEHHBIN Ha KJIETKAX-TIPe/IIeCTBEHHUKAX OCTEOKJIACTOB.
Axrusarms perienitopa M-KC® npuBoanT K CTUMYJISIITAN
AKTUBHOCTU THUPO3WHKUHA3BI, UYTO KpaiiHe BAKHO [JIs1
g pepeHITMPOBKN OCTEOKIACTOB.

Tperuii curHasbHbIN Ty Th peanu3yercs uepe3 WNT/B-
KkareHWH. KieTkn cTpoMBI KOCTHOTO MO3Ta CHHTE3UPYIOT
6enxn WNT. Onu, B CBOIO ouyepelb, CBSI3BIBAIOTCS € Pe-
renropamu ocreobactoB LRP5 u LRP6 (cm. puc. 26.1),
4yepe3 KOTopble akTuBUPYIOT B-karerwn u cuure3 OPG.

3HaueHWe ITUX CUTHATBHBIX TTyTEH MOJTBEPKIAAETCS
TeM, UTO PpeJIkue 3apojbliiieBbie MyTarmuu TeHoB OPG,
RANK, RANKL v LRP5 npuBOJAT K TSXKeJIBIM HAPYIIIEeHU-
AM MeTaboJIM3Ma KOCTHOM TkaHu (ca. nasee).

Cunres u pe3opbInsi KOCTHOH TKaHW — TECHO CBS-
3aHHBIE MPOIECCH C TOHKOW PeTyJIsiueil Ha HECKOJIBKUX
yposHsx. B cBa3u ¢ tem uto OPG n RANKL saBastiores
AQHTaTOHUCTAMU, MHTEHCUBHOCTD CHHTE3a UM PE30POITHI
KOCTHOW TKaHW MOJKHO DPETYJMPOBATH, MEHssT Oaamc
RANKL u OPG B 1y uim nayto cTopoHy. K cructeMHBIM
dakTopam, Bausionum Ha skcipeccuio RANKL u OPG,
otHocatcss ropmonbl (PTH, actporen, TecroctepoH u
TJIIOKOKOPTUKOU/IBI), BUTAMUH D, BocHasvTesbHbIE 1U-
TokuHBI (Hanpumep, 1L-1) u daxropsr pocta (Harnpumep,
KOCTHBIN MopdoreHeryeckuii 6eyok). Kaxabiii us uux,
BEPOSITHO, OKA3bIBAET BO3/IENICTBUE HA YPOBEHb CUTHAJA
nocpeactBoM NF-kxB u WNT/B-katenuna B octeobua-
CTax.

[lpyToii ypoBeHb KOHTPOJISI — MapaKPUHHAS PETYJISIINS
0CTe06IACTOB M OCTEOKIACTOB, & BO3MOKHO — ¥ OCTEOIIH-
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Knetka cTpombl (0cTe06nacT)

M-KCD RANKL

wa

Peuentop

Octeonporerepux
(6rokupyeT cavsHIe M-KC® RANK
RANK—RANKL)
—
/
KneTka-npeWecTBEHHIK
0cTeoknacTa
NnchdepeHumposka
RANK

OcTeoknact

ad A (A
Kocb #
/*"

PUC. 26.3 MonekynsipHble MexaHU3Mbl NapakpuHHO perynauum opmnpo-
BaHMA W (DYHKLMOHMPOBAHNA 0CTEOKNacToB. OCTEOKNACTbl Pa3BUBAKTCA U3
TEX XKe CTBONOBbIX KNETOK, 4T0 M Makpodaru. JInrana peLentopa-aktmsaropa
NF-«B (RANKL), accoumnpoBaHHblit C MeMOPHON KNeTOK-NPeALLecTBEHHNKOB
0CTEOKNACTOB, CBA3blBaeTCH C peuentopom-aktusatopom NF-xB (RANK),
PacnonoXeHHbIM HA NOBEPXHOCTU KIETOK-NPEeALLEeCTBEHHUKOB 0CTEOKaCTOB.
Takoe B3aumogfencTBrne Ha (POHe BANAHMA MakpodarasibHOr0 KOJIOHUECTH-
mynupytowero daktopa (M-KC®) 0bycnosnusaeT pa3BnTue 0CTEOKNACTOB U3
KNETOK-NPeALIECTBEHHINKOB. KNETKN CTPOMbI CUHTE3UPYIOT 0CTEONPOTErEPUH,
KoTopbIii npenaTcTeyeT B3anmogencTeuto RANKL ¢ RANK kneTku-npeaLe-
CTBEHHMKA 0CTeoKnacTa. Takum 06pa3om, 0CTEONPOTErPUH MHTMOUPYET And-
(hepeHLMpoBKY 0CTEOKNACTOB 1 NPeA0TBpaLLaeT pe3opOLmnio KOCTHON TKaHW.
NF-xB — agepHbIii thakTop Kanna B.

toB. OcTe061aCThl MOIYT YCKOPSITh UM TOPMO3UTh Pas-
BUTHE W (DYHKIIUIO OCTEOKJACTOB, aKkcrpeccupys OPG
u RANKL B pazubix npomnopiusx. OcTeoKIacTsl pa3py-
MafoT OEJKU KOCTHOTO MaTPUKCA, HAKOTIEHHBIE TIOCPE-
CTBOM B3aMMOJIEHCTBUST 0CTE00IACTOB, (haKTOPOB POCTA,
IIUTOKUHOB U (hepMEHTOB (B YaCTHOCTHU, KOJLJIAreHa3bl),
KOTOPBIE CBSA3AHbI ¢ MATPUKCOM IIYTSIMU BBICBOOOKIEHUS
U aKTWBAIUH, B T.4. U T€X, KOTOPbIE CTUMYJUPYIOT (PYHK-
o octeobmactoB. Takum 06pasoM, MPH MOBPEKACHUN
KOCTHOHN TKaHU aKTUBHbBIE BEIIECTBA IOIMAJIAI0T B MUKPO-
OKpY:KEHUE W WHUIMUPYIOT TPOIECC BOCCTAHOBJICHUS
TKaHu (cm. puc. 26.1).

K GeskaM KOCTHOH TKaHM OTHOCATCS KOJUIATeH Tuia I
U MHO’KECTBO HEKOJIIAaTeHOBBIX OEJIKOB, CHHTE3UPYEMbIX
peuMyIIecTBeHHO ocTeobsactamu. OcteobaacTsl Aero-
HUPYIOT KOJUIareH Jbo GecrnopsiiouHo, GopMupys He-

3peayto Kocmuyio mrany, MO0 yIOPSIIOYEHHO, 06pasyst
3pesyio naacmunuamyro kocmuyro mrxano (puc. 26.4). B
HOpMe He3peJsas KOCTHas TKaHb BCTPeYaeTcs] B ouarax
(hopmupoBaHus KOCTel, HAPUMED B CKeJieTe TJIofa U B
OCHOBaHUM POCTOBON IacTUHKU. Hespesass kocTHas
TKaHb (hOPMUPYETCs OBICTPO U PABHOMEPHO paciipejie-
JITeT HArpy3Ky BO BceX HampaBieHusx. lIpucyrcrsue
TaKO# TKAaHU BO B3POCJIOM OPTaHW3Me BCEr/a acCOIHH-
pyercst ¢ Kakoi-1ub0 maToIorkel, XoTst caMo 1o cebe He
SABJISIETCS TIPU3HAKOM KOHKPETHOI Gosiesuu (cm. pajee).
[TnacTHYaTass KOCTHASA TKaHb, KOTOpask MOCTENECHHO 3a-
Mell[aeT He3PeIylo KOCTHYIO TKaHb, PACTET 3HAYUTENHHO
MeJIJICHHEE ¥ ABJISIeTCst oJiee MPOYHOM.
HexommarenoBbie 6eku KOCTHON TKAaHH, CBSI3aHHBIE C

KOCTHBIM MaTPUKCOM, [10/IPA3/IESIOT HA HECKOJIBKO IPYIIIT
B 3aBUCUMOCTH OT uX yHkiuii (tabu. 26.1) [8, 10]. Cpenn
HUX YHUKAJILHBIM 71 KOCTHU SIBJISIETCS TOJBKO OCTEOKAJIb-
I[1H, TI0 €T0 YPOBHIO B CHIBOPOTKE OIEHUBAIOT AKTUBHOCTD
ocTeobactoB. [TUTOKMHBI U (haKTOPBI POCTA PETYIUPYIOT
poJindeparuio OCTEOIUTOB, UX CO3PEBAHIE U YIACTBYIOT
B II€pejlaue CUrHAJA, UTPasi PEIaloNyio Pojib B MECTHON

PUC. 26.4 Hespenas KOCTHas TKaHb (BBEPXY), PACMONOXEHHAR HA MOBEPXHO-
CTU 3HXOHAPANbHON NNACTUHYATON KOCTHO TKaHN (BHM3Y).

TABJINLIA 26.1 benku KOCTHOro MaTpuUkca

benku, npoayuupyemblie octeobnactamu

KonnareH Tuna |

Benku kneTo4Hom agresunn (OCTEONOHTUH, PUOPOHEKTUH, TPOMOOCTOHLNH)
KanbuniicBasbiatoLLme 6enkn (0CTEOHEKTIH, KOCTHBIA CMaNonpoTenH)
Benku, y4acTeytoLLme B MUHEpanu3aumm (0CTeOKanbLMH)

®epMeHThI (KonnareHasa, LenoyHas docarasa)

®akTopsl pocTa (IGF-1, TGF-B3, PDGF)

Lutoknner (IL-1, IL-6, RANKL)

benku, noctynatowue u3 nnasmsl

B2-Mukporno6ynut
AnbOymuH

IGF — nHcynuHonofoG6HbIN hakTop pocTa; IL — nHTepneikuH; PDGF — Tpom6oumnTapHbIi
thaktop pocta; RANKL — nurang peuentopa-aktusatopa sepHoro akropa kanna B;
TGF — TpaHcchopmupytoLmit hakTop pocTa.



TJIABA 26 Kocti, cycTaBbl U MArKUE TKaHM 1363

AKTUBAIIMU OCTEOIMTOB 1 B I[EJIOM B CKeJIETHO ajiarTa-
mnn Kk Harpyske [8, 11]. Ckener gBisgercst YHUKaJIbHON
CHCTEMOI, CITOCOOHON MEHSITh CBOIO CTPYKTYPY B 3aBH-
CHMOCTHU OT BHENIHUX Bo3zeicTBuil. [Ipumepom cayxut
perno3ulus 3y0oB IIpU HOLIEHUN OPEKETOB.

dopmupoBaHue U pemoaenuMpoBaHue
KOCTEeWu

OcreonuThbl, 0CTEOOIACTHI U OCTEOKIACTBI (PYHKITMOH-
PYIOT COBMECTHO, KOHTPOJHPYSI CHHTE3 U Pe30pOInio
KOCTHOH TKaHU, N (GOpMUPYIOT GYHKITMOHATBHYIO €/H-
HUILY, UMEHYEMYIO OCHOBHOU MYIbMUKICTNOUHOU eOUHUUCU
(BMU) [12, 13]. B nerctBe npu aKTUBHOM POCTE CKeJeTa
npeobsasaer mporece dopmuposanus kocreii. [loce
TOTO KaK CKeJIeT YeJIOBEKA OCTHUT 3PEJIOCTH, MPOIECCHI
CHHTe3a 1 Pe30pOINN KOCTHOM TKAHU HA3BIBAIOT pemode-
JUPOBAHUEM, €TO MHTEHCUBHOCTH 3aBUCHUT OT KJIETOUYHOTO
MUKDPOOKDPY;KEHUSI U HArpy3KW Ha CKeJeT. Y B3POCIBIX
esxxeroiHo pemozenupyiorest 10% ckerernsix BMU.

Kocthast Mmacca y yesoBeKa JIOCTUTAET MMUKA B I0HOIIIE-
CKOM BO3pAacTe MOCJIe MPeKPAIIeHs POCTa, YTO OTIPe/Ieis-
eTCsI HeCKOJIBKUMHU (haKTOPaMIL: TOJTUMOPGU3MOM pelier-
topos Butamuaa D, LRP5 n LRP6, muranmnem, pusmue-
CKOI aKTUBHOCTBIO, BO3PACTOM, TOPMOHAJILHBIM CTATYCOM.
Opnnako y 4yesoBeka B Bospacte 1ocje 30 JieT HauuHaIoT
peobiaaTh MPOIECChl PEe30POIUK U TPOUCKXOUT TTOCTE-
MIEHHOE CHIIKEHME KOCTHOI MaCChI.

PocT 1 pa3suTue Koctei

Mopdorenes ckenera ONPEeNSIeTCst 20Me000KC-2eHAMU,
KOTOpbIe KOAUPYIOT (haKTOPBI TPAHCKPUTIINH, HEOOXO-
JIUMBIE JIJIsi HOPMAJbHOTO pas3BUTHs ckeyeta [12, 14].
BospmmaCTBO KOCTEH (hopMUpyeTcs U3 XPSIIEBBIX 3a-
yaTKkoB. Ha 8-i1 Hemese recraiuu HauMHAETCs TIPOIECC
IHXOHOPANLHOU OCCUDUKALUL: XPSII PA3PYIIIAETCS OCTEO-
KJIACTOTIONOOHBIMU KJIETKaMU ¥ (POPMHUPYETCsT KOCTHO-
MO3TOBasI MOJI0CTh. DTOT TIPOIIECC TIPOAOJIKAETCS TI0 BCEMY
IMUHHUKY KocTh. OMHOBpEMEeHHO meprocT anadusa 06-
pasyer ocTeobJIaCThl, CKOMJIEHUST KOTOPBIX JAI0T HAYAIO
(GopMUPOBAHNIO KOPTUKAJIBLHOTO CJI0S KOCTH. DTOT yda-
CTOK KOCTH Ha3bIBAIOT NEPEUUHBIM UECHMPOM OCCUDUKAUUU.
Cx0uil IpoIece TPOUCXOAUT B anuduse, 00ycaoBInBas
peMojieTMpoBaHme Xpsia 1 GopMUPOBaHIE KOCTHOH TKa-
HU B TIEHTPE XPSIIEBOTO 3aUaTKa (8mopuunbvlil yenmp oc-
cupuxayuu). Takum 06pasoM, XpsieBas IIACTHHKA Pac-
MOJIaraeTcss MEXKIY PACHTUPSIONIUMUACH 1IEHTPAMU OCCH-
ukary 1 hGopMUPYeT Puauc, LN POCMOBYI0 NAACTIUHKY
(puc. 26.5). XOHAPOIKTHI B COCTaBE POCTOBOM IIJIACTUHKN
OTBEYAIOT 32 POCT KOCTU B TMHY. OHY MOBEPTalOTCs 13-
MEHEHUSIM, BKITIOYAIOIINM ITPosndeparnio, pocT, co3pena-
HUE U alT0NTO3. DTU MTPOIECCH TIPOTEKAIOT € YIACTHEM CHT-
HaJIBHBIX ITyTeH, BKJIIOYas Te, KoTopbie BoBiekaioT FGFR
U KOCTHBIN MOporeHeTndeckuii 6esok, 6eJku cemeiicTsa
Hedgehog u PTHRP [15]. B ouarax anomnrosa npoucxoasaT
MUTHEPATM3AIUSA U Pe30pOIUs MaTPUKCA OCTEOKIACTAMY,
OJTHAKO OCHOBA MATPHUKCA COXPAHSETCST W WTPaeT pPOJb
OMOPBI J1JIsT HOBOOOpasyiotieiicst koctu. OCHOBOI KOCTHO-

PWUC. 26.5 AKTuBHas poCTOBas NNACcTUHKA C AHXOHAPANbHON 0ccuduKalmeir:
1 — pe3epBHas 30Ha; 2 — 30Ha nponudepaunn; 3 — 30Ha runeptTpodny;
4 — 30Ha MUHEpanu3aunm; 5 — nepBruyHoe rybyaToe BeLLECTBO.

IO MATPUKCA SBJISIOTCS IIEPBUYHbIE KOCTHbBIE TPAOEKYIbI,
KOTODbI€ Ha3bIBAIOT MEPBUYHBIM I'yOUaThIM BELIECTBOM
koctu. CXOKWI TIPoTiece UeT B OCHOBAHUU CYCTAaBHOTO
XPAINA, 32 CYET Ye€r0 KOCTh Y/IJIUHSETCS U yBEJIMINBAET-
¢ TJIONIAJIb CyCTaBHON moBepxHOCcTH. KocTh, passutue
KOTODBIX UAET 34 CUET GHYMPUMEMOPAHH020 OKOCMmeHe-
HUs, HATIPUMEDP Yeperl U JiaTepajibHble YaCTH KJTIOYHIBI,
dbopmupytorcs ocreobiacramu, 06Pa3sOBaBLUIMMUCS HEIIO-
CPE/ICTBEHHO W3 MPOUBBOIHBIX ME3EHXMMBI. [10CKOIBKY
KOCTHYIO TKaHb (DOPMUPYIOT TOJBKO OCTEOOJACTBI, POCT
KoCTell pu BHYTPUMEMOPAHHOM OKOCTEHEHUH TIPOUCXO-
IIAT 34 CUET OCAKAEHUSI HOBOOOPa30BaHHOI KOCTHOI TKa-
HU Ha MPEJICYNECTBYIOINIEN TOBEPXHOCTH. DTOT MEXaHU3M
anno3uyUOHH020 POCMA SIBJISIETCST KJIIOUOM K TOHUMAHWIO
MTPOIIECCOB POCTA M Pa3BUTHS KOCTEM.

ClOXHOCTD pas3BUTHS, (DYHKIIMOHUPOBAHWS U B3au-
MOJIECTBUSI CKeJjieTa C JPYTMMHU OpraHaMU JIeJIaeT €ero
YPE3BBIYANHO YSI3BUMbBIM, TIOITOMY HEYIUBUTEIHHO, UTO
HACTOJIbKO BEJIMKO KOJTUYECTBO IEPBUYHBIX U BTOPUYHBIX
3aboseBanuil kocreit. Knaccudukanus stux sabosieBa-
HUIA CJIOJKHA U HECTAHAPTU3UPOBaHHA. PaccMOTpUM aTh
3a00J1€BaHNS B COOTBETCTBUN C UX ITATOTEHE30M.

Hapywenus pa3BuTus 0cTEOLUTOB,
KOCTHOI0 MaTpuKca U CTPYKTYPbI KOCTEN

Bpoxzennble HapylieHUsl CKeJeTa 4acTo TeHeTUYeCKH
JIETEPMUHUPOBAHBI 1 OOHAPYKUBAIOTCST HA CAMBIX PAHHIX
sTamax ero opmupoBanus. [[pHodpeTeHtbie HapyIIeH s
CKeJIeTa, HAIPOTHUB, TIPOSIBIISIIOTCS BO B3POCIIOM BO3pacTe
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[11]. AHoMamuu pasBUTHUS KOCTEH, UK 0uU30cmoswl, 00y-
CJIOBJIEHBI HApPYIIEHNEM MUTPAIUN KJIETOK MEe3eHXUMBI U
(hopMupoBaHIEM KOCTHBIX cpallieHuit. J{H30cT03bI 0OBIYHO
OTPaHUYEHBI OIPEIETEHHBIMU AMOPUOHATBHBIMU CTPYK-
TYPaMU 1 MOTYT OBITh PE3yJIBTATOM MYTAIUH HEKOTOPBIX
(bakTopoB TpaHCKpUILIKUU (HAIIPUMEDP, FOMEOOOKC-TEHOB ).
MyTanuu peryJasiTopoB oCcTeoreHe3a — CHUTHAJIBHBIX MO-
JiexyJ (Hampumep, GakTOPOB POCTa U UX PEIENTOPOB) U

KOMITOHEHTOB KOCTHOTO MaTpuKca (HalpuMep, KoJmareHa
tunoB | u 1) — BeI3BIBatOT HapyieHus: (hopMuUpoBaHUS
XPAIIEeBON W KOCTHOW TKaHe BO BCeM OpraHusMe. Takue
HapyIIeHUsT HasbIBatoT ducnaasusmu 8, 11, 12, 15-17].
B Tabi. 26.2 npuseseHa KjaaccudUKaMs BPOKICHHBIX
HapyIIeHUIT CKeJleTa U XapaKTePHBIX FeHeTHIEeCKUX M3Me-
HeHui. MHorue 3a00jeBaHKs MOKHO OTHECTH GoJiee ueM
K OJTHOW TpYTITIE.

TABJINLA 26.2 Knaccuchukauma BpOXAEHHbIX HapYLIEHUA CKENeTa U XapaKTepPHbIX FEHETUYECKNX H3MEHEHMIA

MoBpexpaeHHble

3ab6onesaHue leH MONEKyNbI

®deHoTHN

JlethekTbl (haKTOPOB TPAHCKPUNLIMK, NPUBOASALLHME K HAPYLIEHUH (DOPMUPOBAHUS ME3EHXMMbI U AUt hepeHLUPOBKM KNETOK

CuHnonugaktunus HOXD13
Cvnapom BaapaeHbypra PAX3
CuHppom lpeiira GLI13
Kamnomenuyeckas gucnnasms SO0X9
OnuropoHTns PAX9
CvHapom aucnnasuy HorTen LMX1B
11 HAIKONEHHMKa
Cunapom Xonta-Opama TBX5

YnbHapHO-MaMMONOrMYecKUn CUHLPOM TBX3

Knto4nyHo-4epenHas aucnnasus CBFA1

JlechekTbl BHEKNETOYHbIX CTPYKTYPHbIX 6ENKOB
HecoBepLueHHbIi ocTeoreHes Tunos I-IV - COL1AT, COLTA2

AxoHpporeHes |l COL2A1 KonnareH tuna ll

TMnoxoHgporeHes COL2A1 KonnareH Tuna ll

Cunppom CTuknepa COL2A1 Konnarex Tuna ll

MHOXeCTBEHHAs 3anudm3apHas COL9A2 KonnareH tuna IX
aucnnasus

MeTachusapHas xoHapoancnnasus COL10A1 KonnareH Tuna X
[munaa

DaKTop TpaHCKpUnLumn
DaKTop TPaHCKPUMLMM

DaKTop TpaHCKpUnLumn
DaKTop TPaHCKPUMLMM

®aKTop TPaHCKpUNLNK
®aKTOop TPaHCKpUNLMK

DaKTop TpaHCKpUnLumn
DaKTop TpaHCKpUMLMm

DakTop TpaHCKpUNLMm

KonnareH tuna |

[lononHMTENbHBIA CPOCLUNACA naneL

loTeps cnyxa, HapyLUeHe MMTMEeHTALWK, YePENHO-NNLEBbIE
HapyLLeHns

CHHNONMAAKTUNSA, YEPENHO-NNLEBbIE HAPYLLIEHUS

\HBepcus nona, HapyLLeHne pa3BuTus ckeneta

BpoxaeHHoe 0TCcyTCTBME 3y60B

[unonnasus HOrTeid, FTMNONAA3uUs UK annasns HaAKONEHHNKa,
JVMCNOKaLNs FOOBKM JTy4eBOI KOCTU, MPOrpeccupytoLLas
Hedponatus

Bpo>XaeHHble aHOManNK, aHOManNN BEPXHNX KOHEYHOCTEN

[nnonnasus unu 0TCYTCTBME JIOKTEBO KOCTU, TPETHErO—MATOr0
nanbLeB pyK, MONOYHbIX Xenes, 3y60B, 3amMefIeHHOe N00B0e
CO3peBaHue

AHoManus pa3BuTMs KNKYNL, AOMOSHUTENbHbIE 3Y6bl, HaM4ne
JOMOHUTENbHbIX KOCTEN B Yepene

JIoMKOCTb KOCTeW, NoTeps cnyxa, rony6ble CKiepbl,
HECOBEPLUEHHDIN JEHTUHOreHe3

KopoTkoe TynoBuLLe, 3Ha4NTENbHOE YKOPOYEHUE KOHEYHOCTEN,
OTHOCUTESIbHO 60MNbLLUOI Yepen, YNoLLeHHOe Lo

KopoTkoe TynoBuLLe, YKOPO4EHNE KOHEYHOCTEN, OTHOCUTENbHO
60MbLLOII Yepen, YNNOLLEHHOE UL

Muonus, oTcnoiika ceT4aTku, NoTeps Cyxa, ynnoLieHHoe Lo,
PaHHUI 0CTE0aPTPUT

HopmanbHbI UAv HU3KWIA POCT, MeNKNe 3nUn3bl, PaHHNIA
0CTE0apTpuT

YMepeHHO KOPOTKOE TENO, NCKPUBIEHNE HKHUX KOHEYHOCTEI,
BbICOKUIA Ta3, BbINyK/ble METadn3bl

[letheKTbl FOpMOHOB M CUrHaNbHbIX NYTEN, NPUBOAALLMX K HAPYLUEHNHO NPOANUGIEPALMM U CO3PEBAHNS XOHAPOLUTOB U 0CTEO61ACTOB

Bpaxugaktunus, Tun C CDMP1

MeTachusapHas xoHaponnasus HceHa PTHRP Peuentop
Axoupponnasus FGFR3 Peuentop
[mnoxoHgponnasus FGFR3 Peuentop
TaHaTodhopHas KapnnKoBOCTb FGFR3 Peuentop
Cnugpom KpysoHa FGFR2 Peuentop
CvHAapom 0cTeonoposa LRP5 Peuentop

W Ncesaormombl

CurHanbHas monekyna

YKOpO4eHue NACTHbIX KOCTEN W (hanaHr

KopoTKue NCKpPUBNEHHbIE BEPXHUE U HUKHUE KOHEYHOCTH,
KNMHOAAKTUANS, NIMLEBbIE HAPYLLEHNS, TMnepKanbLnemMns,
runocpocaremns

Huskunit poct, yKopoyeHne KOHEYHOCTEN, MCKPUBMEHME Yepena,
HEAO0CTAaTOYHOCTb CPEHEro OTAena INLEBOro Yepena

HenponopunoHansHoe yKopo4eHue TyNoBuLLA, MUKPOMENNS,
OTHOCUTENbHAA MakpoLedanns

BbipaXKeHHOE YKOPOY€eHe 1 NCKPUBNEHNE KOHEYHOCTEN, HapyLLeHne
pa3BUTUS NULEBOTO Yepena, 3anasLunii HoC

KpaHnocuHocTo3

BpoxaeHHas nnm nposBRstoLLasaca B paHHeM AeTCTBE NOTepst
3pEHNs, IOMKOCTb KOCTel

[Mundlos S, Olsen BR: Heritable diseases of the skeleton. Part I: Molecular insights into skeletal development — transcription factors and signaling pathways. FASEB J 11:125-132, 1997;
Mundlos S, Olsen BR: Heritable diseases of the skeleton. Part Il: Molecular insights into skeletal development — matrix components and their homeostasis. FASEB J 11:227-233, 1997,
Superti-Furga A et al.: Molecularpathogenetic classification of genetic disorders of the skeleton. Am J Med Genet 106:262-293, 2001.]



NMATOJTIOINnA AAEPHbIX BEJIKOB
U ®AKTOPOB TPAHCKPUILIUU

Bposk/ieHHbIe aHOMATTMU KOCTHOM CUCTEMBI BCTPEYAIOT-
cst moctatoyno penko. CaMblie pacipocTpaHeHHble Hapy-
IIeHUsT — HeMOJHOIEHHOe Pa3BUTHe KOCTU (HAIpumep,
BPOJKJIEHHOE OTCyTCTBUE (Dasanru, pedpa WM KJIIOYH-
16l), (OPMUPOBAHUE OIOJHUTEIbHBIX KocTel (pebep
W TIAJBIEB), CPAIleHIE ABYX MaJbIeB (CuHOaxmuius)
W Pa3BUTHE JUIMHHBIX TMAJBIEB 10 THUITY Jiall Tayka.
HekoTopbie matosioruu siBJasIOTCsS Pe3yJIbTaToM Hapyliie-
Hust (OPMUPOBAHUST ME3eHXMMATbHBIX 3aUaTKOB U AnD-
(bepeHIINPOBKY UX B XPSIIEBbIE CTPYKTYPBI U ACCOIUUPY-
I0TCS C TeHeTUYeCKUMHU HapYIIEeHWSIMH, BOBJIEKAOIINMU
(hakTOpBI TPAHCKPHUIIIINH, 0COOEHHO TOMEOOOKC-TEHBI U
HeKoTOopble TUTOKUHBI [8, 11]. TIpumepom sBiigercss my-
tanust romeobokc-rera HOXD13, npostBiistioriasics: (hop-
MUPOBAHIEM JIOTIOJTHUTENBHOTO TIAJIbIIA MEKIY TPETHUM
U YETBEPTHIM TTAJbIIAMU PYKHU, & B HEKOTOPBIX CIyYastX —
cunpakTueit [12].

WNuaxtusupytomas Mytanus RUNXZ2, Koaupyromuiero
(aKTOPbl TPAHCKPUIIIMK, HEOOXOAUMbIE I 0CTeo0a-
cToreHe3a W AKTUBAIIUU YACTU XOHIPOIIUTOB, [POSIBJIS-
eTCsT KIOUUUHO-UEPEeNnHOU OUCNIa3ueil. — ayTOCOMHO-II0-
MUHAHTHBIM 3200JI€BaHIEM, XaPAKTEPU3YIOMIUMCS TIEPCH-
CTHPOBAHUEM POAHUYKOB, TUTETBHBIM (DOPMUPOBAHIEM
IITBOB Y€peria, HATNINEM JIOTTOJTHUTEIBHBIX KOCTEl B uepe-
1ie, MMO3/IHUM TPOPE3bIBAHUEM KOPEHHBIX 3y00B, Helopas-
BUTHEM KJIIOYUI] U HU3KUM POCTOM.

AEOULUT TOPMOHOB U HAPYLUEHUA
MEXAHU3MOB TPAHCAYKUHUU CUTHANA

Axondponnasus — camasi yactast aHOMAJHsT POCTOBOH Tija-
CTUHKM U OCHOBHAs NMPWYMHA KapJUKOBOCTH. AXOHIPO-
wrasust o0ycaossena myrtarsimu FGFR3 [11]. B Hopme
axkruBaiust FGFR3 unru6upyet nposndepannio XoHpo-
IUTOB, HO TP aXOH/[POIJIA3UN 3TOT PELENTOP MOCTOSTHHO
AKTUBEH, YTO I10/IaBJIeT POCT Xpsilla.

AxoHPOTIIas3nsT — ayTOCOMHO-TOMUHAHTHOE 3a00JTe-
BaHue, B = 80% ciyuaeB 0OyCJIOBIEHHOE CIOHTAHHBIMU
MYTalUSIMU B OTIIOBCKOM ajuiesie. Y HOCUTENel MyTaluu
YKOPOUEHBbI TTPOKCUMAJIbHBIE OT/Ie/Ibl KOHEYHOCTEH, TIpu
3TOM TeJIO UMeEeT OTHOCUTEJNBbHO HOPMAJIBHYIO JITUHY, HO
TOJIOBA BBITSIHYTA, JIOO BBIMYKJIBIN, OCHOBaHHE HOCA TITH-
poxoe. Hapyrirenust ckeneta 0OBIYHO He acCOIUUPYIOTCS
CO CHIDKEHUEM MHTEJIIEKTa, TPOAOJIKUTETbHOCTH KU3HN
WJIN PENPOAYKTUBHON (DYyHKITHN.

Tanamogopras xapiuxogocms — HanboJiee PACIpo-
crpanenHas daranpaas hopma kapankoBoctu (1 : 20 Thic.
KUBOPOKAEHHBIX). TawatodopHas KapJIuKoBOCTH 00y-
CJIOBJIEHA aKTUBUPYIOMMMHU MyTanusimu reHa FGFR3, xo-
TOPBIE OTIUIAIOTCS OT MyTaluii Ipu axouaporuiazun [11].
[TpusHaku 3a00JieBaHUS: MUKPOMEJHUST, OTHOCHTEIbHASI
Makporedasius, y3Kasi TpyHast KJIeTKa U KOHycooOpas-
HBIi1 JKUBOT.

Hepnopasutue rpynHoil 1MoJocTH IPUBOAUT K JbIXa-
TeJTHHON HEOCTATOYHOCTH (YacTO MAIMEHTHl YMUPAIOT
cpa3y Mocje POKACHUS WJIN B HEOHATATHHOM NEPUOJE).
[Tpr TUCTONOTUYECKOM MCCIEAOBAHUN BBIABIISAIOTCS CHU-
sKeHue 1poJudepanun XoHIPOIMTOB B POCTOBOH Iljia-
CTUHKE ¥ ¢J1ab0 BHIPasKEHHOE OKOCTEHEHHE.
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Yeenuuenue xocmmoii maccot MOKET OBITH IPOSIBJICHIEM
MHOTHX 3a6oseBanmit. YacTh M3 HUX 06yCIOBIECHA aKTH-
BUDPYIOHIMMH MYTallUsiMu reHa, kogupyioriero LPRS (1o-
BEPXHOCTHBIA PEIETITOP, OTBETCTBEHHBIN 32 aKTUBAIIUIO
curnaispioro nmytu WNT/B-karennna B ocreobacrax).
K raxum 3a60JeBaHUAM OTHOCATCS 9HOOCALbHDLIL 2Uunep-
ocmos, 6oaesnv Ban Byxema v aymocomno-00 Munanmiublil
ocmeonempo3 muna 1. OHU XapaKTepU3yIOTCS yBeJIude-
HUEM KOCTHOW MacChl, B T.4. YTOJIIEHNEM HAIKOCTHUIIBI,
YBeJINYEHUEM U YJIMHEHUEM HIDKHEN 4eTIOCTH, TOBbIIIe-
HUEM IUIOTHOCTU KOCTHOH TKAHU CBOJA YEPEIa; Y HEKOTO-
PBIX TAIeHTOB (GopMUPYeTCst HEOGHbII BAJIKK.

WNuaxkrusupyromiue MmyTarnuu LPR5 TPUBOJSAT K pPa3By-
THIO CUHOPOMA OCMEONnopo3a u ncesdoziuomvl. 1pu atom
3a60JIEBAHUT CKJIOHHOCTD K TIepesioMaM 00yCIOBIeHa He-
[TOJIHOI[EHHBIM Pa3BUTHEM KOCTHOM TKAHHU.

AEPEKTbI BHEKJ/IETOYHbIX CTPYKTYPHbIX
BEJIKOB KOCTHOU TKAHU

BsaumogelicTBus opraHndecKuX KOMIIOHEHTOB KOCTHOTO
MaTpUKCa KpaifHe CJOKHBI M SBJISIIOTCS TPEJIMETOM Ha-
VUHBIX HCCJIE/IOBAHUI. 3HAaUeHUEe BHEKJETOUHBIX CTPYK-
TYPHBIX OEJIKOB KOCTHOM TKaHU MOATBEPKIeHO 3a60JieBa-
HUSIMI, aCCOIIMUPOBAHHBIMU € HApYIIEHUEM MeTaboIn3Ma
Pa3HbBIX TUIIOB KOJIJIAT€HA, YYACTBYIONUX B (hOPMHUPOBaA-
nuu xpsinieit (kosutaren Tunos I, 11, IX, X u XT). /luanazon
KJIUHUYECKUX TPOSIBJIEHUN OYeHb MIMPOK: OT PAHHETrO
ocTeoropo3a o haTaabHOM MAaTOJOTHH.

Hapywenus konnareHa tuna |

Hecosepuennoiii ocmeozenes, Wi 001e3Hb XPYNKUX KO-
cmetl, — (eHOTUIINUIECKOE TIPOsiBJicHNEe 3ab0JIeBaHUS,
BBI3BAHHOTO HapyIlIeHneM CuHTe3a KoJareHa Tuma I. 9to
caMoe YacToe HacJe[CTBeHHOE 3aboJieBaHue COeMHU-
TeJbHON TKAHH, Iopakaiolee IPeUMYIeCTBEHHO KOCTH.
B mpoiiecc BoBJIeKaOTCS U APyTrHe TKaHU, GoraTble KOJI-
jJareHoM Tuna I (TKaHM CcycTaBoB, TJ1a3, yIIeH, KOXH, 3y-
608B). HecoBepieHHbIN 0CTEOTeHE3 OOBIYHO 00YCJIOBIEH
AyTOCOMHO-ZIOMUHAHTHBIMU MYy TalUsiMu (M3BECTHO GoJiee
800 B110B) TEHOB, KOAMPYIOITUX Ol - U Olp-TIE€TTN KOJIJIareHa
[19]. MHOTHE U3 3TUX MyTaIllil BJIUSIOT HA MPOTIECCHI 3a-
MeIEeHNsT OCHOBAHUI TJIUIEPUHA B TPETUYHON CTPYKTYpE
6enka. KIMHUKO-TEHETUYECKUE XapaKTEPUCTUKH HECO-
BEPIIEHHOTO OCTEOTeHe3a OIPENesAIOTCS JOKAIn3aImeit
MyTaHTHOTO Gesika. MyTaiuu, BBI3bIBAIOINME CHUKEHIE
CHHTE32 HOPMAJIbHOTO KOJJIATE€HA, ACCOIUUPYIOTCS CO
cabo BBIPAKEHHBIMU HAPYIICHUSIMU cKesieta. Ipu Ts-
JKEJIOM TedeHUH 3a00JieBaHust WK (haTajbHBIX (hopMax
B pe3yJibraTe MyTalWil CHHTE3UPYyeTcs aHOMaJbHAS T0-
JIUTIENITU/IHASA 1[eNb KoJIJIareHa, KoTopas He (opmupyer
TpeTUYHY10 CTPYKTYpy. HelaBHO ObLI0 [0Ka3aHO, 4TO TPU
PEAKUX BapUAHTa HECOBEPIIEHHOTO OCTEOTeHE3a 00YCI0B-
JIEHBI MYTAIUsSIMHU TeHa XPSII-aCCOMMUPOBAHHOTO OelKa
(CRTAP) u jefuuH-npoarH-000raleHHoro mpoTeorin-
xana 1 (LEPRE1) [20].

Hecosepriiiennoiii octeoreHe3 numMeeT 4 OCHOBHBIX KJTH-
HUYECKUX TUIIA, OTJINYAIONIMXCS 110 TSKECTH MPOSBIEHUI
(tabu. 26.3). Tun Il HaxoguTCs Ha TPaHUIE CIIEKTPA U Xa-
PaKTEpPU3YeTCsl TSKENBIM TeUeHNeM, 06YCITOBIMBAIOINM
100% JieTalbHOCTh BO BHYTPUYTPOOHOM WJIM PaHHEM
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TABJINLIA 26.3 Tunbl HECOBEPLUEHHOrO OCTEOreHe3a

Tun  CoBMeCTMMOCTb C XWU3HbIO  Tun HacnepoBaHus Hedext Konnarexa OCHOBHbIE KNMHUYECKME NPOSBNEHUS
| CoBmecTum AyTOCOMHO-AOMUHAHTHbI CHWXeHWUE CMHTE3A NPO-0l-Lienu [ocTHaTanbHbIe Nepenomsl, rony6ble
Konnarexa tuna | CKnepbl
AHOManun Npo-oi-Lenn uim HopmanbHbIid pocT, XpynKOCTb CKeneTa,
NPO-0ip-Lienu KonnareHa tuna | HECOBEPLUEHHbI JEHTUHOTEHES,
HapyLUeHune cnyxa, cnabocTb
CYCTaBHOr0 annapara, rony6ble CKnepbl
Il CmepTb B nepuHaTanbHOM B 60MbLUNHCTBE CNy4aeB AHOManbHO KOpoTKas npo-oy-Lienb BHyTpuyTpo6Has rubenb nnoga unm
nepuoge QYTOCOMHO-PELECCUBHbII Konnarexa tuna | CMepTb Yepe3 HecKOJbKO AHeil nocne
poXaeHus
B HekoTopbIX cryyasx HectabunbHas TpeTuyHas cTpyktypa  Jedhopmauus u BblpakeHHas XpynkocTb
ayTOCOMHO-A0OMMWHAHTHbI CKeneTa, MHOXEeCTBEHHbIE NepenoMbl
Hosble myTauum? Axomanus unm geduumt lony6ble cknepbl
NpO-0ip-Lienu KonnareHa tuna |
1] CoBmecTum AyTOCOMHO-AOMUHAHTHBIN (75%)  HapyLueHne CTpyKTypbl Npo-oip-Lienn  [porpeccupytowias gedopmaums ckenera
KonnareHa tuna |
AyTOCOMHO-peLecCUBHbIN (25%) HenonHoLeHHoe hopmupoBaHue 3afepxka pocTa, MHOXXECTBEHHbIE
TPETUYHON CTPYKTYPbI nepesnombl, MPOrpeccupyoLLnii
Kndhockonnos, ronyoble CKnepsl,
CBET/IEIOLLME NOCMEe POXKAEHNS,
HapyLLEHMs CIyxa, HeCOBEPLLEHHbIN
LEHTUHOTEHe3
[\ CoBmecTUM AyTOCOMHO-[0MUHAHTHbIA KopoTkas npo-o,-Lienb KonnareHa [TocTHaTanbHble NepenoMbl, HOpManbHbIe

nal
HectabunbHas TpeTuyHas CTpyKTypa

CKNepbl
YMepeHHast XxpynkocTb CKeneTa, HU3Kui

POCT, MHOTJA HECOBEPLUEHHbIN
OEeHTUHOTeHe3

nepuHatagpHoM nepuose. Ilpu turme I orMeuyaioTcst Bbi-
pPaKEHHAasT XPYIIKOCTh KOCTEHl ¥ MHOKECTBEHHBIE Tiepe-
JIOMBI BO BpeMs1 BHYTpUyTpoGHOTO passutus (puc. 26.6).
[Manmentsl ¢ 3aboseBanueM muna I pactyT u pasBuUBa-
I0TCSI HOPMAJIBHO, OJIHAKO B JIETCTBE YAaCTO TPOUCXOIAT
[IEPEJIOMbI, YACTOTA KOTOPBIX 3HAYUTEIHHO CHUKAETCS K
[I0JIOBOMY CO3peBaHMio. KIMHIUECKUME TIPOSIBJIEHUSIMU
3a60JIeBAHUST TaK)Ke SBJISIIOTCS 207y0ble CKAepbl M3-3a
CHUKEHWST COJIEPKAHUST KOJITareHa W TMOBBIIIEHUS TPO-
3PAYHOCTH CKIIEP, CHUINCEHUE CYXd, OOYCTOBIEHHOE Heli-
POCEHCOPBIMU HAPYIIEHUSAMU U TIATOJOTHEN KOCTHOTO
arnapara BHYTPEHHETO yXa, Hapyuienue paseumus 3y606
u3-3a jgedurura jeHTrnHa (MejgKkue, HelpaBUJIbHON (op-
MBI, CHHEBATO-KeITOTO IiBeTa). OCHOBHBIM NPH3HAKOM
HECOBEPIIEHHOTO OCTeOTeHe3a JI0O0T0 THTA SBISIETCS
MaJioe KOJUIEeCTBO KOCTHON TKaHW, YTO MPUBOJIUT K Pas-
BUTHIO OCTEOIIOPO3a C BBIPAKEHHBIM MCTOHYEHWEM HaJl-
KOCTHUIIBI ¥ OCJIa0IeHNEeM KOCTHBIX TPabeKy .

Hapywenua konnareda tunos Il, 1X, X n XI

Kosanaren Tunos 11, IX, X u XI saBisieTcst BaskHBIM CTPYK-
TYPHBIM KOMIIOHEHTOM T'MJIMHOBBIX Xpdileil. MyTanun
I€HOB 9THUX OEJIKOB HEYACThl, HO BBI3BIBAIOT HAPYIICHUS
IITUPOKOTO TNANTa30HA: OT COBMECTUMBIX C JKU3HBIO, HO BBI-
3BIBAIONINX PAHHIOI JAETeHEepaIuio CyCTaBoOB /10 (aTaib-
HBIX s oa (cm. Taba. 26.2). Ipu tsaxkensix popmax
3a60JIeBAaHUST XOHJIPOIIUTHI HE CEKPETHPYIOT MOJEKYJIbI
koJuarena tutia 11, B pegyssraTe koctu (popmMupyloTcs He-

ITOJIHOIIE€HHO. HpI/I 6oJjiee MATKOM TeuyeHuU 3a0b0JieBaHUsd
CUHTE3UPYETCS aHOMaJIbHBIH OEJIOK.

HAPYLWEHUE ®OJIAUHTA
U AErPAAALINA MAKPOMOJIEKY/

Myrononucaxapudosvr (cm. TaBy 5) — TpyIIHa JU30COM-
HBIX 60JIE3HEN HAKOILTIEHH:, 00YCIOBIECHHBIX Ae(DUIITOM
(epMeHTOB, paclIensgIoNuxX JepMaTancyJabdar, rema-
pancyabhat u KepaTancyiabgat. BoJbITUHCTBO MOBPEXK-
JIEHHBIX (DEPMEHTOB SIBJISIIOTCS] KUCJIBIMU THIpOJiazaMi. B
HOpME ME3€HXMMaJIbHbIE KJIETKH, OCO6€HHO XOHAPOIUTHI,
MeTabOMN3UPYIOT MYKOMOJUCAXAPU/IBI BHEKJIETOUHOTO
MaTpuKca. JacTbiM TIPOSIBJCHUEM MYKOIIOJIMCAXapUI03a
SABJISIETCS HApylleHue (POPMUPOBAHUS TMATTMHOBOTO XPsi-
1114, B T.4. XPSIIIEBBIX 3a9aTKOB, POCTOBO TIJTACTUHKH, XPsi-
1ieil pebep u cycTaBHBIX TTOBepXHOCTeil. HeyqusurenbHo,
YTO MHOTHUE ITallMeHTbl UMEIOT HEBBICOKUI POCT, aHOMAJINN
Pa3BUTHS TPYAHON CTEHKU U JIe(hOPMUPOBAHHBIE KOCTH.

HAPYLUEHUA METABOJIMYECKUX MYTEU

Ocmeonempos, TaKKe U3BECTHBIN KAK MPAMOPHAsL OOLe3HD,
6onesnv Anvbepc-Illenbepea, OTHOCUTCS K TPYIITIE TEHETH-
yeckuX 3a60JI€BAHU, XapaKTEPUSYIONMXCS CHIKEHUEM
Pe3opOIN KOCTHOH TKaHW 1 AUD@Y3HBIM CUMMETPHY-
HBIM CKJIEPO30M KOCTel, 00yCIOBIEHHBIM HAPYIIEHIEM
(opMupoBaHUA WM HETOJTHOIEHHBIM (DYHKITMOHUPOBA-
HUeM ocTeoksacTtoB (puc. 26.7). Koctu ripu ocreornerpose
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PUC.26.6 PenTreHorpamma ckenertannoaa c HeCOBEPLUEHHbIM 0CTEOrEHe30M
Tunall, npuegwmm K rnéenu nnoga. 06patnTe BHUMaHNE HA MHOXKECTBEHHbIE
nepesioMbl NOYTU BCEX KOCTEN 1 YKOPOYEHIE KOHEYHOCTEN.

UMEIOT KaMEHHCTYIO IIOTHOCTD, OJHAKO OYeHb XPYIIKIe
U JIOMAIOTCsI JIETKO, Kak Kycok Mesa. Dopmbl ocreorie-
TPO3a BBIIEIEHB! 1O KJIWHUYECKON KapTuHe (JIerkoe u
TSUKENOe TedeHue 3a00JeBaHVsI) U TUIY HACTETOBAHS
(ayTOCOMHO-PEIeCCUBHBIN U ayTOCOMHO-IOMIHAHTHBIHN
ocreorieTpos). Cambie yactbie (HOPMbI 3a00TE€BaAHUS —
ayTOCOMHO-JIOMIHAHTHAS JIETKOTO TEUEHST U 2y TOCOMHO-
PeLecCUBHAS TSIXKEJIOTO TeUEHMS.

ITaTorenes. B askcmepumenTtax Ha JKMBOTHBIX OBLIO
YCTaHOBJIEHO, YTO OCTEOTETPO3 MOKET OBITH BHI3BAH IITH-
POKHM CIIEKTPOM MYTAIIil reHOB, BKo4ast renst M-KCD,
RANK u OPG, xotopble peryaupyioT (GopMupoBaHue u
dyukuu ocreoksactos [21]. Y G0NbHBIX CHUKEHO KOJIU-
YeCTBO OCTEOKJIACTOB.

BospmmHCcTBO MyTaruii, KoTopble Jie)KaT B OCHOBE
0CTEOMeTPO3a, CBSI3AHBI C TTPOIECCOM 3aKUCTEHUST MUKPO-
CPelbl OCTEOKJIACTOB, HEOOXOIMMOTO IS PACTBOPEHUST
TUIPOKCUATIATUATA KATBITNSA B KOCTHOM MaTpPUKCE.

Hampumep, kK ayTOCOMHO-TOMUHAHTHOMY OCTEOTIETPO-
3y npuBozAT Mytanuu reda CA2, kopupyioiero hepMeHT
kapboanruapasy II [21]. Kapboanruapasa I1 Heo6xoauma
OCTEOKJIACTaM M KJIETKaM KaHaJbIeB MOYeK /IS MTPOJY-
IIUPOBAHMS TPOTOHOB M3 BOJIBI U YTJIEKUCIOTO ra3a. [Ipu

PWUC. 26.7 PeHTreHorpamma BepxHeil KOHEYHOCTM MauneHTa ¢ 0CTEONeTpo-
30M. Koctn anddy3Ho CKnepo3nposaHbl, [UCTaNbHbIE MeTaN3bl NOKTEBOI
1 Ny4eBOI KOCTEN NIOX0 CHOPMUPOBAHbI (KON6bl ApneHMerepa).

orcyTeTBUM Kapboanruapassr [ He MPOMCXOMUT 3aKUCTIe-
HIST CPEZIBI OCTEOKJIACTOB 1 Pe30POITIN THAPOKCHATIATUTA,
GJIOKUPYETCS BaKUCTEHNE MOYU B KAHABIIAX MTOYEK.

[TprunHaMu ayTOCOMHO-PEIIECCHBHOTO OCTEOIETPO3a
MoryT ObiTh: (1) myrauuu resa CLCN7, B pesyJibraTe Ko-
Topbix Hapymaercsa dyukius H'-AT®asbl (npoToHHON
moMITIBl Ha MeMGpate octeobmacToB) [21]; (2) myrarmum
reda TCIRG1, komupyoriero KoMmnoHeHTsl H -ATMasb
(6omee TsrRebII OCTEOTIETPO3); (3) MyTarmu reaa RANKL
(MeHee TSIKEJbIH OCTEOETPO3).

Mopdconorusa. Mopdonornueckm ocreornerpos onpeje-
NIAIOT NO CTeMeHM CHUXEHUS aKTMBHOCTM OCTeoKJ1acToB. B
KOCTSX OTCYTCTBYeT KOCTHOMO3IOBOM KaHan, KOHLbl AJINH-
HbIX KOCTeM MMeloT XapaKTepHyto Kon6oobpasHyto gedop-
Maumio (kon6bl DpneHMerepa). [utatenbHble OTBEPCTUS
B Anadm3zax UMeloT Manblii AMameTp, B pesynbrate yero
CAABNMBAIOTCA NPOXOAsLLMe yepe3 HUX HepBbl. y6uaTtoe
BellecTBO KOCTM, Mcye3aiollee B NnpoLiecce HOpMasibHOro
pocTa ckenera, COXpaHsaeTcs U 3anoJiHgeT KOCTHOMO3rOBble
NnonoCT1, He OCTaBNAS MecTa A1 reMOMo3TMYeCcKOM TKaHW
M NpenaTcTBys (OPMUPOBAHMIO 3pefibiX KOCTHbIX TpabeKyn
(puc. 26.8). 3T HapylleHMs 06YCNOBAMBAIOT XPYNKOCTb
KOCTeM M yacTble nx nepenombl. Konnuecrteo ocreoknactos
MO>KET 6bITb HOPMaslbHbIM, YBEIMYEHHbBIM NUIN CHUXKEHHbIM
B 3aBMCMMOCTM OT reHeTUYeCKMUX U3MEHEHUN.

Kiunnyeckue npusnaku. TsoKemnbiii ocTeorneTpo3 —
AyTOCOMHO-PETECCUBHOE HACTEACTBEHHOE 3200 IeBaHIe,
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PUC. 26.8 Cpe3 npokcumanbHoro anadnaa 60nblie6epLoBoid KOCTM nnoja
C 0CTeoneTpo3om. KopTukanbHblil ¢ioi (1) MpuCyTCTBYET, HO KOCTHOMO3I0-
Bas NONOCTb (2) 3an0NHEHa NepBNYHbIM ry64aTbiM BELLECTBOM, KOTOPOE Bbl-
TECHSIET 3NIeMEHTbI FEM0MN033a.

00BIYHO MPOSIBJISIONIEECST BO BPEMsSI BHYTPUYTPOOGHOTO
Pa3BUTHS WJIN HEMIOCPEACTBEHHO MOCIEe posKaeHus. YacTo
HAOJTIOIAI0TCST TIEPETIOMBI, aHEMUST U THPOIe(annst, Ko-
TOpbIE CTAHOBSITCS TIPUYHMHAMHM CMEPTH. Y MAIlMEeHTOB,
MePeKMBIINX JETCKUH BO3PacT, OoTMedaroTcst Ae(eKThl
YEepeIHO-MO3TOBbIX HEPBOB (aTpodust 3pUTEIHHOTO He-
pBa, IIIyX0Ta, Mapajind JIUIa) ¥ PEMUANBUPYIoNiue (4acto
(baranbHbIe) HHOEKIIE, 00YCIOBICHHbBIEC HEAOCTATOYHBIM
reMOII0930M, YaCTO PA3BUBAETCST CHHIPOM FeNaTOCILIEHO-
Merasuu. JIETKnit ayTocCOMHO-IOMUHAHTHBIN OCTEOTIETPO3
He TIPOSIBJISIETCSI 10 B3POCJIOTO BO3pacTa, M JANario3 B Ta-
KHX CJIydasiX CTaBsIT 110 PEHTreHorpaMMaM Ha OCHOBaHWUN
YACTBIX MHOKECTBEHHBIX TIEPEIOMOB. Y TaKUX MAI[EHTOB
TaKKe MOTYT OBITh HAPYIICHUS UYEPEITHO-MO3TOBBIX He-
PBOB U aHEMWSI.

OcteoneTpos — mepBoe remerudeckoe saboneBanue,
KOTOPOE CTaJIu JIEYUTh TPAHCILIaHTAIlMEH KOCTHOTO MO3Ta,
MMOCKOJIBKY OCTEOKJIACThI Pa3BUBAIOTCS M3 KJIETOK-TTPE/I-
[IECTBEHHUKOB MOHOIUTOB. KoCTHBII MO3r moHOpa Ha-
YUHAET MPOLYIIUPOBATH HOPMATHHO (DYHKIIMOHUPYIOIIHE
OCTEOKJIACTDI, YTO TO3BOJISIET CIIPABUTHCS CO MHOTUMU
KOCTHBIMH IIPOSIBJIEHUAMU OOIE3HMN.

YMEHbLUEHUE KOCTHOW MACCbI

Ocmeonopos — 310 3a00JI€BaHKe, TIPH KOTOPOM KOCTHasT
TKaHb Pa3pexkaeTcs, CHUKAETCS KOCTHAS Macca, a COIyT-
CTBYIOIIE CTPYKTYPHbIE M3MEHEHUS YCUJIUBAIOT Tpel-
PaCIONIOKEHHOCTh K TiepesioMaM. 3aboJieBaHue MOKET
OBITH OTPaHUYEHHBIM (B OTAETBHON KOCTH WK 06IacT),
HaTIPUMED 0CMEeonopo3 HeHazpyiceHtol KOHeuHocmu, I
BOBJIEKATh BECh CKEJIET, KaK 3TO IIPOUCXOAUT TIPU Memado-
Jueckoll 6onesnu xocmeil. TeHepajar30BaHHBIA OCTEOIO-
PO3 MOKET ObITh TIEPBUYHBIM UJIU BTOPUYHBIM, 00YCJI0B-
JIEHHBIM IIUPOKUM CIIEKTPOM COCTOSHMI (Tabu1. 26.4).
[Tpr mcHOTB30BAHNU TEPMHMHA «OCTEONOPO3» HEIPO-
eccronamamMm 06BIYHO PEYb UIIET O CEHIILHOM 1 TIOCTMe-

TABJINLIA 26.4 Kateropuu

reHepanu3oBaHHOro octeonopo3a

MepBuYHbIiA
[TocTmMeHonay3anbHbIi
CeHunbHbINA
anonartnyeckui

BropuuHbIi

JHAOKPHHHBIE HAPYLIEHNS
[mnepnapatnpeos
MmnepTupeos

funoTupeos
[unoroHaguam

Onyxonu runogusa
CaxapHblil fuabet
BonesHb AgancoHa

Onyxomn
MHoXecTBEHHas Muenoma
KapuuHomaros

XenynoyHo-kNWeYHbIE HapyLEHNS
HapyLueHune abcopbuuu HyTpUeHTOB
AnuMeHTapHbIi geconumt
MHbeKunoHHOe 3a60eBaHNe NeveHn
[edomuut Butamuuos C, D

JlekapcTBeHHbIE NMPenapartbl M SPYrue XuMUYECKHE BELYECTBA
AHTUKOATYNAHTbI

XumuoTepanesTU4ecKne npenaparbl

KopTukoctepongpbl

MpoTNBOCYAOPOXKHbIE CPEACTBA

Ankoronb

OcoGble cocToAHNA
HecoBepLUeHHbI 0CTEOreHE3
immobununaauus

bonesHb nerkux
lomoumcTuHypus

AHemus

HOTIAY3aJIbHOM OCTEOTIOpo3e, KOTIa n3-3a (hu3nosornye-
CKOTO CHUKEHUS TVIOTHOCTH KOCTHOHN TKaHW MOBBIIIAETCS
BepoaTHOCTb niepesioMoB. B CIIIA exeromnno peructpupy-
10T 1 MJTH TTepesioMoB Ha (hOHE 0CTEOII0PO3a, a Ha JieueHHe
TaKMX MAIMEHTOB 3aTPAYNBAIOT OKOJIO 14 MIIp/ 0I1apoB,
MTO9TOMY KpaliHe BayKHbBI TPO(MUIAKTUKA U CBOEBPEMEHHOE
JiedeHre 0CTEOTIOPO3a.

ITatorenes. KoctHas Maccay yesoBeKa 10CTUTAET TUKA
B IOHOIIIECKOM BO3PAcTe M OIPEEISIETCS B OCHOBHOM Ha-
CJIEJICTBEHHBIMU (haKTOPaMH, 0COOEHHO MOIUMOPHOUIMOM
T€HOB, BJIMSIONMX Ha MeTabONN3M KOCTHON TKaHU (CM.
narnee) [22]. Bosbiioe 3HaueHre Takke UMEIOT (husmye-
CKasl aKTUBHOCTbD, ieTa M TOPMOHAJIBbHBIN cTatyc. [Tocie
JIOCTUZKEHMST THKA KOCTHOW MAacChl C KaXKbIM ITUKJIOM
pe3opbInu ¥ PeMOJIEINPOBAHUs KOCTHOM TKaHW pac-
TeT ee pecdunut. ExkerosHoe cHM)KeHNE KOCTHON MacChl
cocrapJsier = 0,7%, 4TO SIBJISIETCSI HOPMAJIbHBIM (HU3HO-
JIOTUYIECKUM TIPOIIECCOM [I7ist 06OUX TOJIOB, HO GoJiee WH-
TEHCUBHBIM CPEIN TIPE/ICTABUTENIECH €BPOIICOU/THON PaCH.
Pasnuniia B mokasaTessix MUKa KOCTHOW MAacChl Y Pa3HbIX
pac U y MYKYUH U JKEHIIH CBU/IETEIbCTBYET O TOM, U4TO
HEKOTOPbIE MO 60JIee TOBEPKEHBI OCTEOTIOPO3Y.



leHeTn4eckue aktopel

®uanyeckasn ~I F [neta
aKTUBHOCTb

MEHOMNAY3A
o CHIDKEHNE YPOBHS
3CTPOrEHOB B CbIBOPOTKE
o [10BblLLIEHNE YPOBHEI

CTAPEHVE
o CHIKEHIe BOCCTaHOBUTESIbHON
aKTUBHOCTI OCTEOTBHHbBIX
KIIETOK-NPEALECTBEHHIKOB

IL-1, IL-6, TNF o CHIDKEHUE CUHTETUYECKOIA aKTUBHOCTY
o [10BblLLIEHNE KCTIPECCHN 0CTE06/1acToB
RANK, RANKL o CHIDXEHE B1ONOrNYecKOl aKTUBHOCTY

* [10BbILLEHNE AKTVBHOCTH
0CTEOKNacToB

(haKTOPOB POCTA, HAXOAALLNXCS
B KOCTHOM MarTpuKce
o CHIDKeHne hn3n4eckoil akTUBHOCTU

Octeonopo3

PWUC. 26.9 MaTochu3nonorns nocTMeHONay3anbHOro N CeHUbHOMO 0CTEONO-
po3a (cm. TekcT). IL — unTepneiikud; RANK — peuentop-akTuBatop agep-
Horo ¢graktopa kanna B; RANKL — nuranp pewentopa-akTuaTopa fepHoro
(hakTopa kanna B; TNF — chakTop HeKpo3a onyxonei.

N3yuenne MeXaHU3MOB MOJIEKYJISIPHBIX B3aUMOJIEi-
CTBUH B KOCTHOW TKaHU TO3BOJWIO CHOPMYJIUPOBATH
HOBbIE TUTIOTE3BI TaTOTeHe3a ocTeornopo3a (puc. 26.9):

o

803PACMHbIE USMEHEHUS. 8 OCMEOUUMAX U KOCMHOM
mampurce. OKa3bIBalOT GOJBINOE BIMSHUE Ha Me-
TaboJM3M KOCTHOI TKanu. IIpu cpaBHeHUM 0CTEO-
6JIACTOB MOJIOZIBIX JIIOJIEH ¥ JIUI[ CTAPIIEr0 BO3PACTA
BUJIHO, YTO Y TIOCJEIHUX OCTEOONACTHI UMEIOT MEHb-
Ui TOTeHIMan K mposmdepanun 1 GHOCHHTE3Y
[23]. Kpome Toro, 6eJIKiu BHEKJIETOUHOTO MaTPHKCa
(mampumep, (pakTOpbl POCTa, OKA3BIBAIOIINE MU-
TOTEHHOE BO3JICHCTBHE W CTUMYJUPYIONIUE CUHTE-
TUYECKYI0 aKTUBHOCTH OCTEOOJACTOB) CO BpeMe-
HEM TepsIioT CBOM OGUOJIOTMYECKHE CBOWCTBA, 4TO
MPUBOJUT K CHUMKEHHUIO CIOCOOGHOCTU OpraHu3Ma
CHUHTE3UPOBATb KOCTHYIO TKaHb. Takoil Bapuant
OCTEOTIOP03a HA3BIBAIOT CEHUNLHLIM (CMapuecKum)
0cmeonopo3om. ITO BAPUAHT C HU3KUM OOMEHOM
BEIIECTB;

cHudcenue Quauneckoll akmuenocmu. 1IpuBoaut K
YMEHBIIEHUIO TIIIOTHOCTH KOCTHOM TKaHU, YTO MO/~
TBEPIK/JCHO B IKCIEPUMEHTE Ha JKUBOTHBIX, T.K.
MeXaHWYeCKre HArpy3Ku CTUMYJIUPYIOT PEeMO/IeH-
poBanue koctu. [Torepst KOCTHOI TKaHW B MIMMOOU-
JIN3MPOBAHHON MJIM NapaJM30BaHHON KOHEYHOCTH,
CHUJKEHME MACChl CKeJleTa Y aCTPOHABTOB B OTCYT-
CTBHE I'PaBUTALINN B TeYEHHUE JITTUTEIBLHOTO BPEMEHI
1 yBeJIMYEHUE KOCTHOI Macchbl y CIIOPTCMEHOB BJIS-
I0TCSI TPUMePaMy 3HaYeHus (hU3NIecKoll Harpy3Ku
1t popMupoBaHusa KocTh. [IocKoIbKy OCHOBHBIM
HMCTOYHWUKOM HArpy3KuM Ha KOCTU CKeJieTa CIIyKaT
MBIIIIEYHbIE COKPAIIEHUS, TO CUJIOBBIE YITPAKHEHUS
(HampuMep, MoIbeM TsKecTell ) 6osiee 9P heKTHBHDI
JUIST YBETMYEHUST KOCTHOW MAacChl, 4eM adpoOHbIe
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yipaskHeHus (Harpumep, oer Tpycioii). CHukeHne
(busnyeckoil akTHBHOCTH MTOKUJIBLIMU JIIO/ILMU BJIU-
seT Ha Pa3BUTHE Y HUX CEHUJILHOTO OCTEOTIOPO3a;
zenemuueckue Gaxmopwi. Jokasano, uto B 60—-80%
CTy4aeB IJIOTHOCTh KOCTHOW TKaHW SBJSETCS Te-
HEeTUYeCKU JIeTePMUHUPOBAHHOU. B mccaepoBanum
GWAS 6bL11 BbIAB/IEHBI HanO01ee BasKHble TeHbI —
RANKL, OPG n RANK [24], xoqupyotue Kiiode-
Bble OEIKI-PETYISATOPBI (QDYHKIIMH OCTEOKIACTOB.
Taxke BaxxubiMu siBIsTIOTCS Tokye MHC (Bo3MoO:x-
HO, PETYJIUPYIONTHiT MeTaboIM3M KaJIbIIUsT TIPH BOC-
TTAJIECHUN ) W TeH PeIrenTopa acTporeHa (cm. maniee).
HexoTtopbie uccieoBaTein 0OTMEUAIOT TaKyKe POJIb
reHoB perierntopos Butamuna D u LRPS;

bananc xKauvyus, nocmynawwezo ¢ nuwet. Bbuio
MOKA3aHO, YTO B JIMETE /IEBOYEK-TIOJPOCTKOB YacTO
OTMEYAETCSl HEJOCTATOYHOE KOJIMYECTBO KaJIbIINS
(Y MaJIbYMKOB TaKO IPoGJIeMbI, KaK IPABUIIO, HET).
Jedunut kagbiius HabJI0aeTcst B Iepruojl GbICTPO-
TO POCTa KOCTEH, UTO 33JIePKUBAET JOCTHKEHUE
MUK KOCTHOM Macchl U yBEJIWYUBAET PUCK Pa3BU-
THST OcTeoropo3a B OyayiieM. Jleuut Kaabius,
MoBBIIIeHHBIW ypoBeHb PTH u cHmkeHune ypoBHS
BuTamMuHa D MojkeT uMeTh GOJIbINOE 3HAYECHUE TIPU
Pas3BUTHUH CEHUIBHOTO OCTEOTIOPO33;

eausnue 20pmonos. B reaenne 10 set mocsie MeHoma-
V3Bl €KEroIHOe CHUKEHNE KOCTHOM MacChl COCTaB-
nget 2% B TPyOUATHIX KOCTSIX U 9% B ry6UaThIX KO-
ctsix. Yepes 30—40 et mocsie MeHOTIay3bl BEMIECTBO
TpyOUAThIX KOCTEl MOKET yMEHbIIUTHhCs Ha 35%,
ry6uatbix — Ha 50%. Takum 06pasoM, SKEHIUHBI
B MOCTMeHomay3e 6oJjiee TIOBEPKEHBI MepeoMaM
13-3a OCTEONOPO3a, YeM MY>KYMHBI TOTO Ke BO3pac-
Ta. [71TaBHBIM (haKTOPOM 3TOTO (heHOMEHA SIBJISIETCS
NeUIUT ACTPOTEHOB B MeHoMay3e. IIprocTanoBUTh
MOTEPI0 KOCTHON TKAHW TIO3BOJISIET 3aMECTHTEJb-
Has TOPMOHaJIbHAS Tepanusi. BinsgHue acTporeHos
Ha KOCTHYIO TKaHb OTIOCPEJIOBAHO ITMTOKUHAMU.
[ToBbllneHHBIN YPOBEHDb 3CTPOr€HOB, BEPOSITHO, ITPU-
BOJIUT K IOBBIIIEHUIO CEKPEIMU TPOBOCHATIUTEIb-
HBIX IIMTOKMHOB MOHOIIMTAMU KPOBU M KJETKaAMH
KocTHOTO Mo3Ta. [lutokunsl cTumynpyiot audde-
PEHITMPOBKY M aKTUBHOCTH OCTEOKJACTOB 32 CYET
axktuBar RANKL n yraetenns akcnpeccnn OPG.
KomrieHcatopHast aKTUBHOCTb OCTEO0IACTOB TPH
3TOM BO3pacTaeT HEJIOCTATOYHO, YTO MPUBOIUT K
CHUKEHUIO TIJIOTHOCTU KOCTHOW TKaHW W Pa3BUTHUIO
0CTEOIOPO3a ¢ BBICOKUM YPOBHEM MeTabosu3ma
KOCTH.

Mopdonorua. Npu noctmeHonay3abHOM U CEHUIbHOM
octeornopose (puc. 26.10) nopaxkaercs BeCb CKenet, ogHa-
KO HEKOTOpble ero oTaesibl 60/blie APYrUX MOABEP>KEHbI
3101 natonoruu. Mpu nocmmeHonay3aibHOM 0CmMeonopo-
3e aKTMBHOCTb OCTeOKNACTOB HanboJsiee BbICOKA B KOCTSX C
60/1bLLION NJIOWAAbO NOBEPXHOCTU, HANpUMep B ry6uyatom
BelllecTBe Tesl MNO3BOHKOB. TpabeKysbl KOCTU nepdopupy-
10TCS, MCTOHYAIOTCS U TepPstOT CBOM OMOPHble CBOMCTBA, YTO
npuBoaAUT K MHO>XeCTBEHHbIM MWKPOCKONMUYeCKMM nepe-
JloMaM M paspylleHuto Tena no3BoHKa. lNpu ceHusvHOM
0CcmMeonopo3e KOMMAKTHbIA C/0M KOCTM WMCTOHYaeTcs 3a
cyet cybnepmoctanbHOM M SIHAOCTANIbHON pe3opbLmmn, pac-
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PUC. 2610 OcTeonopo3 Tena no3BOHKA (C1pasa) C BbIPAXKEHHbIM YKOPOYEHN-
eM 11 KOMMPECCUOHHBIM MEePenoMoMm B CPaBHEHWUI C HOPMaTbHbIM NO3BOHKOM.
[Tpn ocTeonopo3e Hab/OLAKTCA yTpaTa FOPU30OHTANbHBIX TPAGEKYN 1 yTON-
LLieHNe BEPTUKANbHbIX TPabeKy.

LIMPARTCA CMCTEMA raBepCOBbIX KaHasioB. Mpu TaXKenom
TeueHMM 3a60/1€BaHMA raBepcoBa CMCTeMa HacTONbKO pac-
LUIMPEHA, UTO KOMMAKTHOE KOCTHOE BellecTBO npuobperaer
CTpOeHMe ry6uaroro KOCTHOMO BeLecTBa.

Knunnyeckune nmpusHaku. KinHudeckne MposiBIeHUS
0CTEOIOpO3a 3aBUCAT OT TOTO, KaKMe KOCTH CKeJeTa Io-
pakeHbl. ITepesoMbI TeJ TI03BOHKOB GOJIE3HEHHBI U MTPO-
UCXOASAT OOBIYHO B TPYIHOM WJIM MOSICHUYHOM OTJIEJIE.
MHuoskecTBeHHbIE TTEPETIOMBI TO3BOHOYHUKA MOTYT TIPU-
BECTH K BBIPDAKEHHO#T siechopMaIiui mo3BOHOUHOTO CTOJIOA
(BrIIOUAst KUMDOCKOIMO3 1 TIOSICHUYHBIN JIOP/I03) U YMEHb-
menuio pocta. Yacto HaBMOMATOTCST OCTOKHEHNST TIEPETO-
MOB, HalIPUMEP TTHEBMOHUST HJIH 3MOOJIUsI JIETOYHOU apTe-
puU [IpU TIepeJIoMe TeiiKu Geipa, Ta3a UK MO3BOHOYHUKA.
OcIOKHEHUST TIEPETIOMOB HEPEIKO CTAHOBSITCS IPUYIHOMN
sietaibHoTo rexoa (40—50 Thic. cMepTel B TO).

OcTeonopo3 He BHUIEH HA PEHTT€HOTPaMMe BILIOTH 10
yrparsl 30—-40% kocTtHO# TKanu. V3meHenue ypoBHs
Kasbims, docdaToB u TmesouHol (ocdarasbl B KPOBH
TAKIKe He SIBJISIETCS TUArHOCTUIECKUM TIPU3HAKOM.

Takum 06pasoM, OCTEOTIOPO3 — JUATHOCTUYUECKH CIIOK-
Hoe 3a6oJieBaHuMe, MpoTeKaolee HECCUMITOMHO /10 pa3-
BUTHUSI 3HAYUTETBHON XPYNKOCTH KocTelt. Jlydmmvm me-
TOZIaM¥ OIIEHKHU IJIOTHOCTH KOCTHOU TKaHu Oe3 GHuorcun
SIBJISIFOTCST JIBYXOHEPreTHUeCKast PEHTIeHOBCKast abcopo-
[UOMETPUST U KOJUYECTBEHHAST KOMIIbIOTEPHASI TOMOIPa-
¢ug (KT).

[IpodunakTika 1 Je4eHNEe CEHUJIBHOTO U MTOCTMEHO-
MAy3aJIbHOTO OCTEOTIOPO3a 3aKJI0YaeTcss B (DU3MUECKUX
VIPAKHEHUSX, TPUEMe TIPEnapaToB KaJbIUsS U BUTAMU-
Ha D, a TaksKe JIeKapCTBEHHBIX CPEJICTB, B OCHOBHOM OHC-
docdonaToB, B3aMMOJIEHCTBYIONINX ¢ KOCTHOW TKAHBIO U
UHTHOUPYIONIUX OCTEOKTACTHL.

ANCDOYHKLNA OCTEOKJIACTOB

B passurtuu 6oaesnu Iledacema xocmeti (wan degpopmu-
PYrow,ez0 ocmeuma) MOKHO BbIIEJINTD 3 TOCITIeI0BATEb-
uble azwi: (1) ocreomutnueckyio dasy; (2) ocreokynacto-
ocTeobmactuueckyio hasy, 3aKaHIUBAIOIILYIOCS Mpeobia-
JAHUEM aKTHUBHOCTHU ocTeobactoB; (3) dasy ocreockie-
posa (puc. 26.11). B nporecce 3a601eBaHKS IPOUCXOANUT

OcTeoknacTel

OCTEO/IUTHECKAS PA3A

Octeoknactel  OcTeonactbl

dopmnpoBaHie
)\ \ HOBOW KOCTY

OCTEOKITACTO-OCTEOBJTACTUHECKAS MA3A

OcTeobnactbl

®A3A OCTEOCKIIEPO3A

PUC. 26.11 Passutne 60ne3nu Megxera KOCTEN.

yBeJWYeHNe KOCTHOIM Macchl, 0JIHAKO HOBOOOPa3OBaHHbIE
KOCTHU SBJSIOTCS CTPYKTYPHO HETIOJHOTICHHBIMU.
Bonesun Tlemkera KocTelr 0ObIYHO MaHU(DECTUPYET B
o;kuJI0M Bospacre (cpeanuii Bozpact — 70 JieT) u mpo-
rpeccupyet. VHTepecHbl pasjinyus B pacipoCcTpaHeHUH
3a60JIeBaHMsT KaK B OTAENbHBIX CTPAHAX, TaK M MUDPE B
mesoM. Bosresns [lezkera KocTeil pacmpocTpaneHa cpein
nacenenust Auraun, @paniun, ABCTPHUE, HEKOTOPBIX pe-
ruonoB lepmanun, ABctpanun, Hosoit 3enananuu u CIIIA.
B Ckanpunasuu, Kurae, dAnounu u Adgpuke BcTpedaer-
ca peako. TouHyto pacripocTpaHEeHHOCTh 3a60JIeBAHMS
OIIPE/IEJIUTD CJIOKHO M3-3a TOTO, YTO OHO 4aCTO IIPOTEKAET
6eccumnroMuo. Cunraercs, uto B CIIIA = 1% Hacemenns
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crapuie 40 ser crpazaer 6Gosesnbio Ilemkera Kocreil, B
Anrmin — 1,6% skeHuus u 2,5% MY;KUUH cTapiie 55 JieT.
UccnepoBanus 1okasaau, 4yTo 3a rnocuaegnue 25-30 ser
CHMIKAETCS PaciPOCTPAaHEHHOCTh 3a00JI€BaHKs U YMeHb-
[IaeTCsl KOJMYECTBO CJydaes Tsukenon Gonesnu Iemkera
KOCTeM.

IMarorenes. I[Ipuuuna 6osesnu Ilepkera Kocreil ocra-
eTcst HesicHOM. [Ipezimotaraercs yyactue B aTorenese Kak
TeHEeTHIEeCKNX (DaKTOPOB, Tak M (GaKTOPOB OKPY KAOIIEi
cpesibl. Puck passurust 3a00JeBaHust y OJIMKANIITIX POJI-
CTBEHHWKOB IallneHTOB ¢ OosiesHbio Ileskera KocTell B
=~ 7 pas BbIlIle, yeM B rpyirne KOuTposst [25]. Ot 15 mo 40%
narueHToB ¢ 6osesHbto Ilemkera KOCTEH UMEIOT OTSTO-
IEHHBIN ceMeHbIH aHaMHe3 1 2y TOCOMHO-/TOMUHAHTHBIN
un  Hacaenosanus. B 40-50% wabsogenuii Hacses-
crBenHoit 6osesnn Ilemkera kocreit u B 5—10% ciaydaes
cropaguueckoii Gonesau Ilemkera KocTell BBIABIIAIOTCS
myTanmu rena SQSTM 1. B pesyJibraTe aTUX MyTaIHi 110-
Bbitraetcst aktuBHOCTh NF-KB mocpencTBoM aktuBanuu
curtasa RANK, 4To npuBoiuT K yBEJNYEHUIO aKTHBHO-
CTH OCTEOKJIACTOB M YCUJIEHUIO TIPEAPACIIONOKEHHOCTH K
6onesnn. ITpu HacsIeACTBEHHBIX 3200I€BAHUSX, MMEIOIINX
cxoxkie ¢ 6oJe3Hblo [lepskera KocTeli IPosIBIEHMsI, HAIIPH-
Mep IPU MACCUBHOM HACJIE/ICTBEHHOM OCTEOJIU3KCE, Mac-
CHUBHOI TUTIEPTLIA3UU CKEJIeTa, HaCJAeICTBEHHBIX CUH/IPO-
Max, BKJIF0Uask MHOIIATHIO U JIOOHO-BUCOUHYIO JI€MEHIIHIO,
a TakKe 1pu paHHeil Manudecraiuu 6osesnu Ilemkera
KocTeil ¥ 'oBeHIIbHOIT Gostestu Tlemskera KocTeil 00Hapy-
sxuBatorest mytanuu RANKL v RANK/OPG.

Korga [Txkeiivc TTempker BriepBbie omucal aTy G0JIE3Hb
B 1876 1., 0H TpakTOBAJ MU3MEHEHUS CKeJeTa Kak BOCIA-
JATeTbHbBIE (TaK U MOSBUICS TEPMUH «/1e(hOPMUPYIOTII
ocTenTs ). Jlosroe BpeMs TIpefmoarai yyacTie B maTo-
reHese 3a00JIEBAHUST TAPAMUKCOBUPYCHOU HH(EKIIUU, HO
JTa TUIIOTE3a MOATBEPKICHUS He HAIILIA.

Mopcdhonorus. bonesHb lNMegiketa Kocten xapakrepusyer-
CSl oYaramum BbIPa>XEHHbIX TMCTONOTMYECKNUX U3MEHEHUN B
3aBMCUMOCTM OT dasbl U NIOKANM3aL MM nopakeHus. B utore
nnacTMHyaTas KoCTb CTAHOBWUTCS MO3du4Hou. B nopayeH-
HbIX KOCTIX HabnoAaloTcs 6eCCUCTEMHO OPUEHTUPOBAHHbIE
CTPYKTYpHble eanHULbl (pUc. 26.12). B HauanbHOM OCTEO-
NUTNYECKOM ha3e 3a60/1eBaHMS O6HAPY>KMBAKOTCS y4aCTKM
NOBbILLEHHON aKTMBHOCTU OCTEOK/IACTOB M ouyarun pesopoumnmn
KOCTHOM TKaHM. OcTeoKknacTtbl aTMNMYHO 60NblLMeE, coaep-
ar 6onblie sgep, yem B Hopme (Hopma 10-12 aaep); He-
KOTOpble KneTkn coaep>kar okono 100 saep. Ocreoknactbl
MPUCYTCTBYIOT M B OCTEOKJ/ACTO-0CTeo6nacTuyeckon case
60/1e3HM, NPU 3TOM OCTeoreHHas NMOBEPXHOCTb KOCTU MO-
KpbiTa aKTUBMPOBAHHbIMW OCTeo6n1acTaMn. KOCTHbIA MO3T,
npuneralwmm K MOBEPXHOCTM (DOPMUPYIOLLENCS KOCTH,
3ameLLaeTcs pbIXJION COeMHUTENIbHOM TKaHbiO C 60JIbLLINM
KOJIMYEeCTBOM OCTEOTreHHbIX KJ1eTOK-MpeALecTBEHHUKOB M1
MHOXECTBEHHbIMW KPOBEHOCHBIMM COCyAaMu, obecneymu-
BalOWMMM TPAHCMOPT NUTATe/IbHbIX BeLLeCTB B KOCTHOM
TKaHU M NPOAYKTOB pacnajga oT MeTabosmyeckn akTMBHbIX
Y4aCTKOB KOCTHOWM TKaHM. BHOBb 06pa3zoBaHHasi KOCTb MO-
>KeT 6blTb 3pesion MM He3penon, O4HAKO BMOCNeACTBUMU
OHa B /1I060M C/lyyae 6yAeT MOJIHOCTbIO 3amMelleHa 3pesion
KOCTHOM TKaHblo. [1o Mepe co3peBaHMS MO3aMUHOrO y4yacT-
Ka M CHWMXKEHMS aKTMBHOCTM oOcCTeoreHesa ubpoBaCKy-
NipHas TKaHb 3aMeHseTcs KOCTHbIM MO3roM. B pesynbrate
KOCTb OCTaeTCs HEMOMIHOLIEHHON: KpyMnHee, YeM B HOpMe, 1

PUC. 2612 Mo3an4HoCTb Tpy64aTOil KOCTU, NATOTHOMOHMYHAS ANS 60Me3HN
MemxeTa KocTen.

COCTOUT U3 TPY6bIX YTOLEHHBIX TPA6eKyn U MSFKOro no-
PUCTOro KOMMaKTHOro cios. Koctb TepsieT CBOM OMOpHbIe
CBOWCTBA, CTAHOBMUTCS UyBCTBUTENIbHOM K HArpy3kam v noa-
Bep>KeHa nepesoMam.

Kmunuuyeckue npusHaku. KimHuueckue mposiBjeHUsT
Gosesnu Ilemxera KocTell pasHOOOPasHbI U 3aBUCAT OT
(basbr 3aGoJieBaHUS U JIOKATU3AI[UE TTopaskeHust. B 6oJib-
[IMHCTBE CJIyYaeB 60JIe3Hb TIPOTEKAET C YMEPEHHOIT Tsike-
CTBIO U SBJISIETCS CJIyYaiHON HAXO/IKOH 1TPU PEHTreHorpa-
uu. Monooccanbrast hopma Gosesan Iemkera KocTeit
HabuoaeTcs B = 15% ciydaes, OCTAIbHBIE CIyYan MPej-
CTaBJIeHbI TI0JIMOCCaIbHON dopmoii 3abosesanus. Koctu
0CEBOTO CKeJleTa U TMPOKCUMAaJIbHbBIE OTAEeNbl OeJPEHHBIX
Kocreit Bosiekatores B 80% ciydaes. 3abosieBaHue MOKET
MOpakath JIOOYI0 KOCTh OPraHU3Ma, OJHAKO pebpa, MeJi-
KI€ KOCTH KOHEYHOCTEH, GEpIOBBIE KOCTH TOPAKAIOTCS
KpaiiHe pejiKo.

B o6sacTy opaskeHHOM KOCTH Y4acThbl OOJIEBBIE OILYIIe-
Hust. Bostb 06ycioBieHa MUKPOIIEPeIOMaMU HJTH UPe3Mep-
HBIM POCTOM KOCTH, UTO TIPUBOJIUT K CAABJIEHUIO CTPYKTYP
KOCTHOTO MO3Ta I HEPBHBIX KOPEIIKOB. YBeJIUUeHne Kpa-
HUO(DAIMATBHOTO CKeJIeTa MOXKET MPUBECTU K KOCMHOMY
JIleOHMUA3y, B pe3yJbraTe rojioBa CTAHOBUTCS HACTOJBKO
TSIKEJION, UTO TAlMEHT C TPYJIOM YAEP:KUBAET ee B Bep-
TUKAJIBHOM TOJIOKEHUU. Pe3ysraToM MCTOHYEHUS TI0-
PaKEHHBIX KOCTE MOKET CTaTh JehopMaIisi OCHOBAHUS
yepera (niamubasus) W KOMIIPECCUU CTPYKTYD 3ajHeil
yepenHolt AMKu. l3MeHeHus TmepeiHell TOBEPXHOCTU
OenpeHHON KOCTU U KOCTEH TOJIeHU IIPUBOAAT K Hedop-
Malliu FOJIOBKHU OeIPEHHOI KOCTU U PA3BUTHIO MANCEL020
8MOPUYHOZ0 OCMEOAPMPUMA.

Ilepenomvr — yactoe OCTOKHEHUE ITOTO 3a00JIEBAHNISL,
Yaiite BCETO TIPOUCXOJIAT TIEPETIOMBI JITAHHBIX TPYOUATHIX
KOCTeH HWKHMX KOoHeuHocTell. Komrpeccronnbie mepe-
JIOMBI TIO3BOHOYHUKA TIPUBOJIAT K /IehOPMaIlUU CITHHHOTO
Mosra 1 kugosy. 13-3a 00MIbHON BaCKyJISIPU3aLnU KOXKa
HaJ[ MOPaKEHHON KOCTBIO OOBIYHO MMEET MOBBIIICHHYTO
TEMIIEPaTypy, a TPU TSHKEJIOM TEYEHUH MOJMOCCATBHOM
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bopmbl 3a60/1eBaHNs U3MEHEHIE KPOBOTOKA MOJKET IIPH-
BECTH K SIBJICHUSIM CEP/IETHON HEZIOCTATOUHOCTH.

B nopaskeHHBIX KOCTSIX MOTYT Pa3BUBATHCS OMYXOJH U
oryXoJieBUIHbIe HOBOOOpasoBanusi. Cpean no6pokave-
CTBEHHBIX TOPaKEHWIT: THTAHTOKJIETOUHAST OIYXOJb, TH-
FaHTOKJIETOUYHAS] TPAHyJIeMa, IKCTpaMeLy ISIPHbIE Ouaru
KpoBeTBOpeHust. CaMbIM TSIKEJIBIM OCTOKHEHUEM SIBJIsI-
ercst capkoMa (00buHO (ubpo- mi ocreocapkoma). Ee
yactoTa coctasiseT 0,7—0,9% Bcex HabmoxeHnit 60Ie3HN
[Temxera xocreit m 5—10% MPH TSKETOH TTOTNOCCATHHOMN
dhopme 3abomeBanus. Capkoma OOBIYHO JIOKAJTU3YETCS B
JUIMHHBIX TPyOUaThIX KOCTSX, KOCTSX Tasa, Yepera U I0-
3BOHOYHMUKA.

Jlnarnos «6osesnp Ilemxera KocTei» OOBIYHO CTaBST
10 pe3yJibTaTaM PEHTTEHOJOTUYECKOTO UCCIeTOBAHNS.
[TopaskeHHasT KOCTh OOBIYHO yBEJIMUEHA, UMEET TOJI-
CTOE pa3pekeHHOe KOMIIAKTHOe BemecTBO (puc. 26.13).
AxtuBnag dopma 60JI€3HU IPOSIBISETCs KIMHOBUIHBIM
0YaroM JIM3KCa, IPOIECC MOKET TIPOTPECCUPOBATD CO CKO-
pPoCThIO 1 €M B TOJI, PACTIPOCTPAHSISACH 10 JUTMHHUKY KOCTH
[26]. ¥ MHOTMX ManMeHTOB BBIABJISIOTCS MOBBIIIEHHBIN
YPOBEHD MIeJI0UHOM (hocdhaTazbl B CBIBOPOTKE KPOBHU W
yBeJIMUeHNe BHIBEIEHNST THIPOKCUIIPOJIMHA C MOYOT.

[Ipu orcyTcTBUM 3JI0KaUYeCTBEHHBIX TpaHchoOpMaInii
6osesub Ilemkera KocTeil OOBIYHO HE SIBJISETCS JKU3HE-

_ W

PWUC. 26.13 Tsxxenas doopma 60ne3uu Megxeta KocTel. VIckpuneHHas 601b-
LwebepLoBas KocTb, MOPaXKEHHbIA y4aCTOK BbITAHYT, CKNEpPO3NPOBaH, UMeeT
HEPABHOMEPHbIE YTONLIEHN KOPTUKANbHOMO CNOS W ry64atoro BeLiecTBa
KocTH.

YIPOKAIOIUM COCTOSAHUEM. Y GOJIBIIMHCTBA Mal[MeHTOB
3a00/1eBaHNE TIPOSABJISAETCS JIUIID HEKOTOPBIMKM CHUMIITO-
MaMU, KOTOPbIE KyIIHPYIOTCS TIPMEMOM IPETIapaToB Kalb-
st 1 6udochoHaToB.

HAPYLUEHUA MUHEPAJIbHOIO OBMEHA

Paxut u octeomanauus

Paxut m ocreomamsaims — 3To HapyIIeHUsI MUHepaIn3a-
1K1 MaTPUKCA KOCTHOM TKaHU, Yallle BCero u3-3a geuiiura
BuTamuta D win Metabosnnueckux pacctpoiicts. Tepmun
«paxuTy UCIOJIB3YIOT B TIe[UaTPUU JIJI ontucanus nedop-
Malll¥ CKeJIeTa B Pe3yJibTaTe HAapyIIeHUs POCTAa KOCTE.
VY B3pOCIBIX MTOJ00HOE COCTOSTHUE OIMCHIBAIOT TEPMUHOM
«OCTEOMAJIATIUST», T.K. TPUUNHOU SIBJISETCS HEITOJTHOIEH-
Has MUHepaJU3alusg BO BPeMsS PEMOIETUPOBAHUS KOCT-
Hou TkaHu. [locaencTBrus ocTeoMassIIINI — OCTEOIEHUS 1
[IPEIPACIIONOKEHHOCTD K TiepesioMaM. [ToapoOHo paxuT u
OCTEOMAJISIIINSI PACCMOTPEHBI B TJ1aBe 9.

MNnepnaparupeos

['mmepmapaTupeos MOAPa3eTAIOT HA NePeUdtbvlil 1 8Mmo-
puunvil (cm. taaBy 24). IlepBuvHbIN rUmepnapatupeos
pasBuBaeTcd Ha (poHe TUTIEPILVIA3WH WM OITyXOJH T1apa-
IUTOBUHON sKejie3bl (Jalle aJleHOMbI), BTOPUYHBIIH —
BCJIE/ICTBUE JJTUTENbHON TUIIOKAIbIIMEMUHN B PE3yJibTa-
Te kKoMmrieHcatopuoii runepcekpertnu PTH. Tlosbimenue
yposHst PTH o6ycioBieHo ocreobiaactaMu, BbIpabaThi-
BafOMMMK (haKTOPbI, KOTOPBIE CTUMYJIUPYIOT AaKTUBHOCTD
OCTEOKJIACTOB.

Tak mpoucxoaut pe3opOIuss KOCTHOM TKaHU, OIpeje-
JI10111as1 KOCTHYIO MaHU((ecTaIuio rumepnaparupeosa.

Heobxoanmo oTMeTHTD cireyiolee:

O [Ipu TUNEpIapaTupeose, Kak 1 Npu APyrux Metabo-
JINYECKUX HAPYHIEHUSX KOCTei, TopaskaeTcsi BeCh
CKeJIET, XOTsI OT/IEIbHBIE YYaCTKK MOTYT GbITh HoJiee
WJIN MeHee COXPaHHDL;

O BbBIPAKEHHBbIE MI3MEHEHWS TIPU XPOHUIECKOM THTIED-
mapaTupeose, B YACTHOCTH QPuOPO3HO-KUCTOIHbLIL
ocmeum, B HACTOsITIIEe BPeMsT HAOJIOMAIOTCS PEKO,
T.K. THIIEPIIAPATUPEO3 YIAETCS TUATHOCTUPOBATD 110
aHaJIM3y KPOBU Ha GECCUMITOMHBIX CTAJUSAX U BbI-
JICUUTD;

© BTOPUYHBIH THUIEPIApPaTUPEO3 OOBIYHO IMPOTEKAET
Jierdye U He Tak JUTUTETbHO, KaK IePBUYHBIIH, TI09TO-
My HapylLIeHUd CKeJleTa BbIPasKeHbl HeCUIbHO.

Mopdonorusa. o HensBeCTHbIM NPUUYMHAM MNOBbILLEHME
AKTMBHOCTU OCTeOKJ1aCTOB MpM runepnaparmpeose npomc-
X04MT B MepBYyto ovepesb B Tpy6BUaTbiX KOCTIX (Cybnepuo-
cTe, 3HA00CTE, CTPYKTYpaX OCTEOHOB), a MopaxkeHue ry6-
yaTblX KOCTEeM He TaK Bblpa>keHO. Pe3opbumnsa cybrnepuocra
NPUBOAMUT K UCTOHUEHUIO KOPTUKAJIBHOTO C10s TpybuaTbixX
KOCTeM U noTepe MAOTHOM NNAACTMHKWM BOKpPYr 3y60B. Ha
peHTreHorpaMme O6GHAPY>XMBAKT Y4aCTKM MPOCBETIeHUs
B KOCTHOWM TKAHW, YTO IBNAETCH KOCBEHHbIM AMarHocTuue-
CKUM MpU3HAKOM 3a6oneBaHus. B rybuatbix KOCTAX OCTeo-
KJ1aCTbl MPOHMKAIOT B KOCTb BAOJb TpabeKkyn U hopMUpytoT
TYHHeNM, co3faBas KapTUHY «>Kene3HOAOPOXKHbIX NMyTemn».
JTO COCTOSIHME Ha3blBAKOT pacciaubarouum ocmeumom
(puc. 26.14). PeHTreHONOrMYeCKMM MPU3HAKOM runepna-
patmpeosa fBNSETCS CHUXXEHWE MAOTHOCTM KOCTHOM TKaHM



PWUC. 26.14 Tunepnapatpeo3 C pa3pyLuieHnem LeHTpa Tpabekyn ocTeokna-
CTamm (paccnanBarLinin 0CTenT).

(ocmeoneHus). Tockonbky pe3op6uMsi U pemoaennpoBa-
HMe KOCTHOM TKaHW SIBASIOTCA COMPS>XXEHHbIMM npoLlecca-
MW, BMOJSIHE MOHSATHO, YTO MPU rMnepnapatMpeose NoBbl-
LaeTcs akTMBHOCTb OCTe061acToB. YYacTKM KOCTHOMO3rO-
BOrO BellecTBa BOG/M3M OYaroB MOPa>KeHWUs 3ameLlarTcs
H1O6POBACKYNAPHON TKAHbIO.

lMoTeps NNOTHOCTM KOCTHOM TKaHM npeapacnonaraer
K MUKponepesioMamM U BTOPWUUYHBIM KPOBOM3NIUAHUAM, B
pe3synbrate KOTOPbIX aKTUBUPYLOTCA Makpodarn n hunépo-
671aCTbl U NPOUCXOANAT PeaKTUBHbIE M3MEHEHUS, U3BECTHbIe
KakK 6ypas onyxosv (puc. 26.15). bypbit LBET 06yC/IOB/IeEH
06MNIbHOM Backynspusaunen, KPOBOU3NUSAHUAMM U OTNIO-
XXeHWeMm remocuzepuHa. B ouarax mopakeHus yacto Ha-
6niogaetcs hopmMmpoBaHne KUCT. MNoBbiLeHMEe aKTUBHOCTHU
KOCTHOM TKaHW, NepuTpadeKkynspHbin pnbpos n KMCTo3Has
6ypas onyxofib — BCe 3TO OT/INUMUTE/IbHbIE MPU3HAKM TSHKe-
NIOro runepraparnpeosa, Ha3biBAEMOrO 2eHepasu306aH-
HbIM pUbPO3HO-KUCMO3HbIM ocmeumom (60s1e3Hbi0 Pek-
JIUHexXay3eHa).

CHIKeHre KOCTHOW MacChl YCUJUBAET MPEAPacosio-
JKEHHOCTD K IiepesioMaM, JiehopMariysiM, O0JIsSIM B CycTaBax

PUC. 26.15 Pe3euynpoBaHHoe pe6po ¢ 6ypoil OnyXonbto rumepnapatupeosa
pebepHOro xpswia.
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n ux auchynknun. [Ipu koppeknun runepraparupeosa ¢
[IOMOIIBIO JIEKAPCTBEHHOH Tepariiy KOCTHLIE IIPOSIBJICHUS
perpeccupyioT WIN UCYe3af0T MPAKTHIECKH MOJHOCTBIO.

MoueuHas ocreoaucTpocus

TepMUHOM «TOYEYHAsT OCTEOUCTPODUS> 0603HATAIOT Ha-
pyIIeHus: cKesieTa Ha (DOHE XPOHUYECKOW TTOYEeTHON He-
JOCTATOYHOCTH, a uMeHHO: (1) ToBBIIEHNE pe30pOIUn
KOCTHOU TKaHU OCTEOKJIACTaMU, UMUTHPYIOIIEl Gudpos-
HO-KHUCTO3HbBIN octeut; (2) HapyllleHre MUHePAIU3auu
matpukca (ocmeomansuuro); (3) ocreockyepos; (4) 3a-
nepskKy pocra; (5) ocreornopos. Kimmnnueckoe 3Havemme
HapyIIeHWiT KOCTHON CUCTEMBI ITPU XPOHWUYECKOH TIovyey-
HOUM HEIOCTATOYHOCTU 3HAYUTEIBHO BO3POCJO C YIETOM
YBEJIMUEHUS MPOJIOJIKUTEIBHOCTA KU3HU ITOU TPYIIIBI
MAIMEHTOB.

Bcee pasrooGpasue THCTOMOTHYECKIX MPOSIBJICHNE KOCT-
HOI 11aTOJIOTMM KOCTEH IPU XPOHMYECKON ITOYEYHOU He-
MOCTATOYHOCTH MOKHO OOBeInHUTh B 3 Tpymmsl [27].
Ocmeoducmpousi ¢ 6bICOKUM KOCIMHbIM 00MEHOM XapaK-
TEPU3YeTCsT TOBBIIIEHUEM Pe30POIUU KOCTHOW TKaHHU.
Hamnporus, ocmeoducmpogpus ¢ nusium xocmmoim oome-
HOM, VWIIN aniacmuyeckas 601e31b, TPOSIBISETCA a[MHA-
MUYECKOH KOCTHOH TKaHbIO, T.e. C HU3KOH aKTHBHOCTHIO
OCTEOKTIACTOB M OCTE0OIACTOB, U OCTEOMAIIATINET (peske).
Y MHOTHX TMAIMEeHTOB HAOIIOMAETCS CMEULAHHbII BADTAHT
3ab0JIeBaHUsL.

IlaTorenes. [laTorenes pa3jiMuHbIX HAPYIIIEHUH CKeJie-
Ta MOKHO TIPE/ICTABUTE CJEIYIONIUM 0OPa3oM:

O XpoHWYecKas MoYyevyHass He[OCTATOYHOCTh MPUBO-
AT K 3a0epicke 8 opzanuzme pocghamos u pa3BuTUIO
eunepgochamemuis;

O runepdocdareMust IPUBOJUT K 8MOPUUHOMY 2unep-
napamupeo3y (T.K. pocdaThl HATPAMYIO yUYaCTBYIOT
B perysaiun PTH), B pesysibrare mossImaercs ak-
TUBHOCTH OCTEOKJIACTOB;

O 13-3a OBPEKIEHNUS TIOYEK HAPYIIAETCST METAbO0IM3M
npe/iecTBeHHUKa BUTaMuHa Dy — 25-THUapok-
cusutamuta D3 [25(OH)Ds], B pesyibrate cHu-
JKaeTcst ypoBeHb 1,25-muruaporcuBuramuia Ds
[1,25(OH),D;]. Tlossimenusiit ypoBens docharos
UHTHOUPYET THIPOKCUJIA3Y MOYEK, YYACTBYIOILYIO
B kouBepcun 25(OH)D; B GoJiee aKTUBHBIN MeTa-
6omur 1,25(0OH),Ds. Ha ¢one HM3KOro ypoBHS
1,25(0OH),D; cHukaercss pesopOuus Kajblus B
KMILIEYHUKE 1 Pa3BUBACTCS THIIOKAIbIIMEMUS;

o cekperust PTH mosbimaercst mpu J060M YpOBHE
Kaspist B cbhiBopotke. 1,25(0OH),D; momasmsier
skcrpeccuto rera PTH u cunres Geska. [Ipu xponu-
YeCcKOW TTOYeYHON HEIOCTATOYHOCTH YMEHBINACTCS
csisbiBarne 1,25(0OH),D3 ¢ kieTkamMu mapariuro-
BU/IHOI JKeJie3bl M CHUXKAETC YPOBEHDb IKCKPEI
u pacmernienus PTH;

O Mmemabonuueckuil ayudo3 IIpu XPOHUYECKOI 1oYed-
HOU HEJOCTATOYHOCTH CTHMYJIMPYET Pe30POIHIO
KOCTHOH TKaHW U BBICBOOOK/IEHUE THIPOKCHATIATHU -
Ta KaJbIMs U3 KOCTHOTO MaTPUKCA.

pyrumu BaskHBIMY (haKTOPAMU MATOTeHEe3a MOUeYHON
ocreomuctpodun sapugiores C/I, BbICOKOe copep:kaHme
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KaJIbIIUS B MUIIEBBIX MMPOJYKTAX, MOKUJIOH BO3pacT, Ha-
KOILJIEHME COJIell MEeTaJIJIOB B KOCTHOM TKaHU U OTJIOXKe-
HUe aJTIOMUHUS B MeCTaxX MuHepaauzanu. OmioiceHuio
ANOMUHUSL B TIPOTILJIOM YAEJSITNA OOJIbIIe BHUMAHUSI U3-32
SATPOTEHHOI TIPUPO/IBI TTpoitiecca. Kak u mpesk/ie, iCTOuHu-
KOM QJIIOMUHUSI MOTYT OBITD JIMATM3HbIe PACTBOPBI U aJII0-
MuHuiiconepskamme docdarcBga3bBaIoONne JeKapCTBEH-
Hble cpeicTBa. AJIIOMUHUN IPENATCTBYET HAKOIJICHUIO
TUAPOKCUANATUTA KAJBIHS, TPUBOJS K OCTEOMAJISIINH.
Tokcryeckue cBOMCTBA ATIOMUHNS TIPOSIBJISTIOTCS HE TOJTb-
KO B OTHOIIIEHUU KOCTHOI CUCTEMBI, HO TaKKe MOTYT OBITH
MPUYNHON IUATTM3HON dHIIeANONaTUN U MUKPOIIUTAPHON
AHEeMMM y TAIMEHTOB ¢ XPOHUYECKON 1TOYeYHOH HeocTa-
TOYHOCTBIO. OcJoXKHEHMeM IeMoJuain3a ABJSeTCs Ha-
KOIICHUE aMULOUOA B KOCTSIX U OKOJIOCYCTaBHBIX CTPYK-
Typax. Amuons GopMUpPYyeTcst U3 Po-MUKPOTIOOYJIMHA,
KOHIIEHTPAIIUS KOTOPOTO B CHIBOPOTKE TIOBBIIIACTCS TIPU
JUINTENTLHOM reMojirasnse (cu. TiaBy 6).

Mepenombl

Camas yacrasg KoctHas 1arojioruss — repesjombl. [lepe-
JIOMBI MOTYT ObITh MPASMAMUYECKUMU T HEMPASMAMUYE-
CKUMU; NOJIHbIMU VI HENOJIHbIMU; 3AKPHIMbIMU, TIPU KOTOPbIX
TpuJIerafne TKaH!U He 3aTPOHYTHI, U OMKPbIMbIMU, TIPU
KOTOPBIX KOCTHbBIC (bpaI‘MeHTbI TTOBPEKIAIOT MATKNE TKaA-
HU ¥ KOXKY; 0CKOIbYamuvimy ipu (POPMUPOBAHUM MHOKe-
CTBEHHBIX KOCTHBIX 00JIOMKOB; CMEULEHHBIMIL, KOTA KOCT-
Hble ()parMeHThl CABUHYTHI JPYT OTHOCUTEIBHO IPYyTa.
[Tepesiom KOCTH, KOTOPBII TPOUCXOUT HA (DOHE JIPYTOTO
3aboJieBaHUsI, HA3BIBAIOT namoozuueckum. Cmpeccosulil
nepenrom pa3BUBaeTCs Me/JIeHHO, Ha (hOHE TTOBTOPSIOINX-
Csl HATPY30K B [IE€PUO/] MTOBbIIIIEHHON (hU3NIeCKOil aKTUB-
HOCTU (CIIOPTUBHBIX TPEHUPOBOK MJI BOEHHBIX COOPOB).

Kocth o6amaer yHUKAIbHON CIIOCOOHOCTBIO K CaMO-
BOCCTAHOBJIEHUIO: OHA MOJKET TIOJTHOCTHIO PENapupoBaTh-
cd 32 CYeT PeaKTUBHBIX ITPOIECCOB, aHATIOTUYHBIX TTPOUC-
XOJISATINM TIpH aMOpuoreHese. B aToM mporiecce yyacTByer
MHOKECTBO T€HOB, MOKHO BBIZIETUTH HECKOJIBKO 3TATIOB CO
crennMUUecKUMI MOJIEKYJISPHBIMU, OMOXMMUYECKUMHU,
IHCTOJIOTUYECKUMHU U OMOMEXaHUYECKMMU XapaKTepH-
CTUKAMU:

O cpagy 1ocJie epejiomMa u3-3a pa3pbiBa KPOBEHOCHBIX
cocyoB (hOpPMUPYETCST TeMaToMa, 3arOJTHSIOIAst
KOCTHBIN sieeKT U UHOUIBTPUPYIONIas TpuJiera-
IOlIKe MATKKE TKaHu. TpomboTHueckiie Macchl hop-
MUDYIOT (PUOPUHOBYIO CETKY, KOTOPasi U30JUPYET
00J1acTh HepesioMa U CO3JaeT KapKac IS OCayK/e-
HUS KJETOK BOcCHaJeHust 1 (DOPMUPOBAHUS HOBBIX
KPOBEHOCHBIX cOocy/0B. OIHOBPEMEHHO C ITUM U3
TPOMOOILUTOB ¥ KJIETOK BOCHAIEHMs BhICBOOOXK/IA-
10Tcs 6rosiornuecku aktusHble Bemectsa — PDGE,
TGF-B, FGF u 1L, koTopble aKTUBUPYIOT OCTEOTEH-
HbIE KJETKU-TIPEINECTBEHHUKA U CTUMYJTUPYIOT
AKTUBHOCTbH 0CTE00JIaCTOB M OCTEOKJIacToOB [28].
K kownmy 1-ii Hemenu mocje nepejoMa reMmaToMa
OpraHu3yeTcs, TKaHU, OKPY:KAIOIINe ee, N3MEHSIIOT-
cs ISt lasibHeltero (hopMUPOBAHUST MAaTPHUKCA,
KOHI[BI KOCTHBIX OTJIOMKOB pemozenupytorcs. O6-

pasyIionasicsi MeKy OTJIOMKaMU HEKaIbIIU(OUITNPO-
BaHHasl TKaHb, HA3bIBAEMAsT MAZKOMKAHHOIM KAJLIIO-
COM WJIU NPOKALIIOCOM, 00ECIeunBaeT MepBUYHOE
CKpeIieHHe OTJOMKOB, OJHAKO He 06JafaeT Jo-
CTATOYHOW TPOYHOCTBIO /IS BBIICPKUBAHUS Ha-
TPY30K;

O 3aTeM aKTUBUPYIOTCS OCTEOTE€HHbIE KJIETKU-TIPe.-
HIECTBEHHUKM, PACIIOJIIOKEHHbBIE B CYyOIIepPHOCTa b
HBIX TpabeKyaax PeTUKYI0(GUOPO3HON KOCTH, OPU-
E€HTUPOBAHHBIX MTEPTIEHIUKYISIPHO JJIMHHUKY KOCTH
1 KOCTHOMOB3TOBOM TTOJIOCTH. B HEKOTOPBIX Carydasix
AKTMBUPOBAHHbIE ME3EHXUMAJbHbIE KIETKH B TIPU-
JIETAIOMMUX K JIMHWU TepesioMa MSITKUX TKaHsSIX
i dEPEHITUPYIOTCS B XOHAPOOIACTBI, 13 KOTOPHIX
opmupyetcs ruanmmHOBBIN Xpsil. [Ipu Heocox-
HEHHOM T[Ie€pesioMe MUK BOCCTAHOBJIEHUS KOCTHOM
TKaHU [PUXOUTCS HA KOHell 2-if — Havayo 3-il He-
JIeJI, & MECTO TiepeiomMa crabunnsupyercsi. BHOBb
c(hOPMHUPOBAHHBIN XPSIIIL TT0 JTUHUHU MEPETOMA TTO/I-
BepraeTcst HXOHAPAIbHON OCCU(hUKAIINN, KOTOPast
B HOpME IPOUCXOAUT B POCTOBOH TTacTUHKe. B
pesyJsbrare (hOPMUPYETCST KOCTHAsl CeTKa, COeu-
HAIONIAs PEAKTUBHBIE TPAOEKYJIbl, PACIIONOKEHHbBIE
B KOCTHOMO3TOBOIi MOJIOCTU U TIOJ TieprocToM. Ha
ATOW CTAJUU KOCTHBIE OTJIOMKU COEIUHSIOTCS C
TIOMOTIBIO  KOCMHOU M0307U (KOCMH020 KAAT0CA),
ocJie MUHEPATU3AITUN KOTOPO# KOCTh BHOBD TIPH-
obpetaet cBOU OMOPHbIE cBoiicTBA (puc. 26.16);

O Ha paHHeM 3Tare (GOPMUPOBAHUST KOCTHOM MO30JIH
npoayuupyercst u30bIToK GUOPO3HOIA, XPAIIEBOI 1
KOCTHOU TkaHeil. Eciu KocTh He uieaTbHO POBHOM
hopMmbl, 06BEM KOCTHOI MO30/11 O0JIbIIE B BOTHYTOI
yactu niepesioma. [locse opmupoBanus KOCTHOM
MO30JIU TI0Jl BO3/ICHCTBUEM (DPU3UYECKUX HATPY30K
YYaCTOK KOCTHOW MO30JIM, KOTOPBIN HCITHITHIBAET
HeOOJIBIIYI0 HATPY3KYy, pesopbupyercs. Takum 06-
pasoM, pa3Mep KOCTHOM MO30JIM YMEHBITAETCS JI0
TEX 0P, MOKa ouepTanus u hopma Koctu He OyayT
BOCCTAaHOBJICHBI. BoccTanaBinBaeTcs Takke v KOCT-
HOMO3TOBast moJiocTh. [Tocste mosHoTO hopmMupoBa-
HUST KOCTHOM MO30JIM MECTO TIEPEIOMa MOJKET CTaTh
HE3aMEeTHBIM.

[TocseoBaTeIbHOCTD COOBITUI BO BPEMSsI BOCCTAHOB-
JIEHUS KOCTH MOXKET HapyIIUTLCA UJIH JIasKe MTPepBaThCs.
Hanpumep, cMmelneHHble WKW OCKOJIbYATBIE TEPETOMbI
yacTto penapupyiorcd c aedopmaiueii, a HeaJleKBaTHAS
UMMOGUITU3ATIHS TIPUBO/IAT K COXPAHEHUIO TIOBIKHOCTH
OTJIOMKOB KOCTH, 1 KOCTHAsI MO30JIb He (hOPMUPYETCS, UTO
MIPUBOJIUT K 3aMEJJIEHUIO WJIM TPEKPANCHUIO MTPoIlecca
cpamierust. [Ipy 3HAUUTETHHON MOIBUKHOCTH OTJIOMKOB
IEHTPATbHAS YaCTh KOCTHOW MO30JIM MOXKET TIO/IBEPTHY Th-
€S KUCTO3HOM le(hOPMAITAN: TTOJIOCTD KUCTHI BBICTUIAETCS
KJIETKaMU, TIOI0OHBIMU CUHOBUAJIBHON 060J10UKe, U (hop-
MUPYeTCst 10scHbitl cycmae (ncesdoapmpos). Cepbesnoe
MIPETSATCTBUE IS 3AKUBICHUS — UHDUUUPOBAHUE MECTa
nepesiomMa. Puck nHGUIIMPOBAHUS TTOBBIIIEH TIPU OCKOJIb-
YaTbIX M OTKPBLITBIX IepesioMax, M03TOMY /IO CpalleHus
OTJIOMKOB HEOOXOZIUMO CAHUPOBATH MECTO MOBPEKICHUSL.

OG6BIYHO y JleTelt 1 MOJIOZIBIX JTIO/ielt TepesToMbI GBIBATOT
HEOCJIOKHEHHBIMU W TIPOMCXOJUT TIOJHOE 3a’KUBJICHUE.
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PWUC. 26.16 (A) Ceexwuit nepenom manobepuoBoii kocTu. (b) BbipaxxeHHas KOCTHas M030Mb, cchopmMupoBaBLLasnca vepes 6 Hed [npegoctasneHo Dr. Barbara

Weissman, Brigham and Women’s Hospital, Boston, MA].

Y manueHTOB CTApIIUX BO3PACTHBIX TPYIII MEPETOMBI,
Kak mpasuiao, GopMupyoTcst Ha dhoHe Kakux-1mu6o 3a60-
JieBaHUl (HATIpUMep, OCTEOTIOPO3a NITH OCTCOMAJISIINN ) 1
BOCCTaHOBJIEHE TIPOTEKAET XyKe, TI09TOMY MOKET TOHa-
JOOUTHCS IOTIOJHUTEIbHAST UMMOOUIM3aIust (HApuMeD,
cTabuInsupyonye mrudThr).

OcTeoHekpo3

Ocmeonexpo3 (UM asackyIspHvlil HeKpo3) — 3TO MH(MAPKT
KOCTHOI TKaHU ¥ KOCTHOTO M03ra. OCTeoHeKpo3 sIBJISIETCST
OTHOCHUTEJIBHO PACIIPOCTPAHEHHBIM SBI€HUEM, MOKET BO-
BJIEKaTh KOCTHOMO3TOBYIO ITOJIOCTh MeTadusa 1 1rnadusa,
a TaksKe CyOXOHAPATHHBIN OT/Ie AMN(HU30B.

[Ipuunnoit Bcex (hopM OCTEOHEKPO3a SBJSETCS WIIe-
MUSI, KOTOPasi pa3BUBAETCsI Ha (DOHE TIPEIPACTIONATAIONINX
(axropos (Tabs. 26.5) MaM BO3HUKAET M30JMPOBAHHO.
BonbimmHCTBO cTydaeB ocTeOHEKPO3a, KPOME BO3HUKIITIX
Ha (hoHe TIepesoMOB, SBISIOTCS MINOMATHYECKIMU WU
06y CIOBIEHB! TPUMEHEHIEM KOPTHKOCTEPOU/IOB.

Mopdonorua. 30Hbl MHPAPKTOB KOCTHOIO MO3ra 06bIYHO
MMeIoT HenpaBUJIbHbIM KOHTYP M 3axBaTbiBalOT rybuaroe
BeLeCcTBO KOCTU M KOCTHbIM MO3r. HagkocTHuua 06blYHO
He nopaxeHa 6narogaps pasBUTOMY KoJslatTepanibHOMY
KpOBOTOKY. [lpn Cy6XOHApPaNbHOM OCTEOHEKpO3e BbIsiB-
NeTCs TPeyronbHbIN UIN KIIMHOBUAHBIN YY4aCTOK HEKPO3a,
OCHOBaHMEM 06paLleHHbIN K cybxoHApanbHoM Koctu. Cy-
CTaBHOM XpsLly OCTaeTcs COXpaHHbIM, T.K. MOJyyaeT nura-
Te/IbHble BelllecTBa U3 CUHOBUAIbHOM XXnaKkoctu. Mornbas
KOCTHaa TKaHb XapaKTepusyercs HainumMeM MNycCTbiX NaKyH
M HEeKpOTUUYECKUX aAuUMNoLMUTOB, KOTOPbIe YacTo gehopmu-
pYIOTCS M pa3pyLUaloTCs C BICBOGOXAEHNEM XXMPHbIX KUC-
not. XXupHble KMCNOTbl, Monajas B OKpy>kaloljmMe TKaHW,

TABJINLIA 26.5 CocTosHMS, acCOLMUPOBAHHDbIE

C OCTEOHEKpo3om

Tpasma

[Tpnem KopTUKOCTEPONLOB
MHdbekuns

[ncoapus

065ny4eHne

3aboneBaHNs COEANHNTENbHOI TKaHN
BepemeHHoCTb

bonesHb lowe

AHemuu

Ankoronusm
XPOHMYECKMI NaHKpeaTuT
Onyxonu

AnNndhmsapHble HapyLLeHus

B3aMMOAENCTBYIOT C CONMIMM KaNbLus M 06pasyloT Hepac-
TBOPUMbIE MblJ1a, KOTOPbIE MOTYT HAKAM/IMBATLCS B TeUeHUe
>KM3HKU. TpK agekBaTHOM Mnpouecce 3aXKUBIeHUS OCTeo-
KNacTbl pe3opbUpyroT HEKPOTU3MPOBAHHbIE TPabeKysbl, a
TpabeKynbl, KOTOPbIE HE NOABEPTINCL HEKPO3Y, CTAHOBSATCS
OCHOBOM Ang (GOPMMPOBAHMS HOBOM KOCTU. ITOT npoLecc
Ha3blBalOT NO/I3y4yuUM 3ameuseHuem. Npu cybxoHApanbHOM
0CTeOHeKpO3e TakoW TMMN BOCCTAHOBJIEHUS KOCTHOM TKaHU
C/IMWIKOM MeZANeHHbIM N HedhheKTUBHbINA, B pe3ynbrare
HeKpPOTM3MpPOBaAHHOE ryGuyaToe BellecTBO KOCTM paspylua-
ercs, cneaom gedopMMUpyeTcs M paspyllaeTcs CycTaBHOM
xpau (puc. 26.17).

Kaunnueckue npusnaku. CUMIITOMbI 3aBUCST OT JIO-
kaausanun 1 oobeMa uHdapkra. O6bYHO CyOXOHAPaIb-
HBI OCTEOHEKPO3 BBI3BIBAECT XPOHIMUECKYIO 60JTh, KOTOpast
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PUC. 2617 TonoBka 6eApeHHON KOCTU C KAUHOBUAHLIM 61eAHO-XENTbIM
04arom cy6xoHApanbHOro 0CTEOHEeKpo3a. Hannyne npocTpaHcTBa Mexay
CyCTaBHbIM XPALLOM M KOCTbl0 06YCNOBJIEHO KOMMpeccuein Tpabekyn 6e3
penapauum.

CHAyasla BO3HUKAET TOJBKO TIPU JBUTATENBHON aKTUBHO-
CTH, HO TIPH TOSBJIEHUU BTOPUYHBIX M3MEHEHUI CTaHO-
BUTCST Gostee BBIpasKeHHOH. MeyIsipHbIN 0CTEOHEKPO3,
HAIPOTHB, MPOTEKAET GECCUMIITOMHO, 32 MCKIIUYEHUEM
OOIIMPHBIX MopaskeHuil mpu Gosiesuu Torie, gucbapuame
1 CepIIOBUIHO-KJIeTOUHOM aHeMuu. Meay isipHblil ocTeo-
HEKPO3 0OBIYHO JIITUTETLHOE BPEMSI OCTAETCST KITMHUYECKH
crabunbHbiM. CyOXOHAPATBHBIN OCTECOHEKPO3 MOKET BbI-
3BaTh TSKEJbI Bropudnbiii ocreoaprput. B CIITA 6osee
10% mpoTe3upoBaHUii CyCTAaBOB TPOBOST TIOCJE OCTIOK-
HEHUN OCTEOHEKPO3a.

WHchekunoHHble 3a6onesanus

Ocmeomuenum — 9TO BOCTaJeHHE KOCTHON TKaHU W
KOCTHOTO MO3ra, KaK MPaBuao WHPEKIIMOHHON TPUPOJIBI.
OCTeOMHENUT MOKET OBITH OCJAOKHEHIEM JI000M CHCTEM-
HOU MH(MEKIMN U YacTO TIPOSABIISIETCS OJMHOYHBIM Tep-
BUYHBIM 04aroM. OCTEOMUETUT MOTYT BBI3BIBATH JOOBIE
MHUKDPOOPraHuaMbl (0aKTepuu, BUPYCBI, TPHObI, Tapasu-
TBI), OTHAKO CAMBIMU YACTHIMU BO3OYAUTEIISIMU SIBJISTIOTCST
muoreHHbie 6akrepuu u MukoOakrepun. OCTEOMUETUTHI,
BBI3BAHHBIE HK30TUUECKUMU MH(PEKIIMOHHBIMU areHTaMK
U ONMMOPTYHUCTUYECKUMH MHMEKITMSAMHU TTPU UMMYHOJIE-
burmTax, CI0KHO TUATHOCTUPOBATH U JIEUUTD.

rHOUHbIX OCTEOMMUEJIUT

[HoliHBI OCTEOMUENUT MPAKTUYECKU BCET/a BBI3BIBAIOT
GaxTepurt. MUKPOOPraHU3MbI MOTYT MOIaAaTh B KOCTb
pasnnuHbiM oOpasom: (1) remaroreHHbM myTeMm; (2) u3
MPUJIETAIONTNX TKaHel; (3) myTeM IpsIMOTO KOHTaKTa. Y
nereit 6e3 COMYTCTBYIONMX TATOJIOTHI OCTEOMUETHUT B
GOJIBLIMHCTBE CJIy4aeB UMeeT reMaTOTeHHOE TPOUCXOK/Ie-
HUe, IIPU 9TOM, KaK [IPaBHJIO, IIOPAKAIOTCS AJIUHHbIE TPYO-
yarteie Koctu [30]. [Ipuuntoii 6akrepreMu MOKET CTaTh
TpaBMa CJAU3UCTON 000JIOUKH, TIOJIydeHHAs, HAIPUMED, BO

BpeMsT HHTEHCUBHOTO KE€BAHWS TBEPIOH MHUIIU WU [TPU
nedexanuy 6O paHe KOKI. Y B3POCIBIX OCTEOMUETUT
Pa3BUBAETCSI KaK OCJIOKHEHNE OTKPBITHIX TIEPETOMOB, XI-
PYPrUYeCKUX BMEIIATENbCTB, AnadeTnaecKoi cromsr [31].

S. aureus — Bo36ypuTenb 80—90% rHOIHBIX OCTEOMUE-
JIUTOB. MUKPOOPTAHU3MbI 9KCIIPECCUPYIOT PEIENTOPDI
KOMIIOHEHTOB KOCTHOTO MAaTPHKCA, YTO YIIPOIAET HUX
agresuio k xkocru. E. coli, Pseudomonas spp. n Klebsiella
Spp. yalie BBISIBJISIIOTCS y TAIMEeHTOB ¢ WH(pEKInel Mo-
YEroJI0OBOr0 TPAKTA WJIN Y WHBEKIMOHHBIX HAPKOMAHOB.
[Tpu tpsiMOM 3apakeHuu, WHOUIIMPOBAHUE BO BpPEMsI
OrepaIuy Ui OTKPBITOM TIEPETIOME OCTEOMUETIUT MOKET
UMeTh CMEIIAHHYI0 ATHOJIOTUIO. B HeoHATATbHOM Iie-
puosie yacThiMu Bo3OyauTesnsimu sieastiorest H. influenzae
U CTPENTOKOKK TPYIIbl B, a manueHtsi, cTpagaoiiye
CEpPIOBUIHO-KJIETOUHON aHeMuel, TPe/paciooKeHbl K
sapaxenuto Salmonella spp. B = 50% HabmoneHuii Bo3-
OyUTEh YCTAHOBUTD HE YIAETCSL.

Jlokasmsanust ouara MHMEKIINU B KOCTHON TKaHU 3aBU-
CHT OT COCTOSTHUSI KPOBOTOKA, MEHSTIOTIETOCSI C BO3PACTOM.
Y HOBOPOKIEHHBIX MeTa(U3apHbIE COCYAbI MTPOHUKAIOT
yepe3 POCTOBYIO IUIACTUHKY, B PE3YJIbTAaTe YACTO MOPasKa-
foTcst Metadusbl 1 anmdusbl. Y eTeii MUKPOOPTaHU3MbI
06b1yHO pacnosaraiorcst B Meradusax. Ilocse 3akpbitus
POCTOBOI IITACTUHKN MeTa(hU3aPHbBIE COCY/IbI COEAMHSTIOT-
s ¢ amndu3apHBIMU U HaKTePUU OOBIYHO PACTIOTIATAIOTCST
B armu3ax u CyGXOHAPATBHO.

Mopdronorusa. Mopgonornyeckme MUaMeHeHUs NpPU 0CTeo-
MuenuTe 3aBUCAT OT CTaauKM npouecca (ocTpas, nogocTpas,
XpoHuueckas) M nokanusaumm nopaxeHus. lonagas B
KOCTb, 6aKTepUM NPoNnMdepuUpyoT 1 UHULMUPYIOT OCTPYIO
¢azy BocnaneHus. B teueHne 48 yac KOCTb HEKPOTU3UPY-
ercs, U 6aKkTepumn C 4eTPUTOM U BOCMANUTeNbHbIM MHUb-
TpaToM nonajaloT B MepuoCT yepes CUCTEMY FaBepCOBbIX
KaHanoB. MoxxeT ccopmumpoBaTbCs KPYMHbIN cybnepu-
oCMasvHvIl abcyecc N PacnpocTpaHATbCs MO MOBEPXHO-
CTM KOCTM BAOMb ee ANMHHMKA. [ledhopmaums nepuocta
NPUBOAMT K HapyLUeHMIO KPOBOOOpaLleHUs B 30He nopa-
>KeHMs, TaKUM 06pPa3oM, HeKPO3 KOCTM MOXeT MMeTb Kak
BOCMA/IMTENIbHYIO, TaK U ULIEeMUYECKYI0 Npupoay. Yuactok
normbLien KOCTU HasbiBalOT cekBecmpom. [oBpexxaeHue
nepuocrta NPUBOANT K HOPMMUPOBAHMIO abcLecca B MArKMX
TKaHAX U cBuuieBo2o xoda, uepes KOTOPbIN Bblaensercs ae-
TPUT NpU paspyLLeHnn cekBecTpa.

Y HOBOpOXAEHHbIX (Y B3pOC/bIX pexke) anudusapHoe
BOCMaJjieHne MOXeT PacnpoCTPaHATbCS MO CyCTaBHOW Mo-
BEPXHOCTU, CBA3KAM M CYXOXMJIMSM B MOJOCTb CyCTaBa,
Bbl3bIBASi CEMTUUYECKMI WU THOMHBIN apTPUT, UTO MOXKET
npueectn K Aedopmauum CyCTaBHOro xpsuia M nepma-
HEHTHOMY HapyLlleHMIo PyHKUMM CycTaBa. AHANOTMYHbBIN
npowuecc MOXeT npoTekatb M B MO3BOHOYHOM CTONGE,
Korga BocCnajieHWe paspyluaer rMAIMHOBBLIM XPSily, U pac-
NPOCTPaHseTCs Ha Tena cCoCefHMUX MO3BOHKOB.

Mo wucrteyeHMM Hepenu BOCNANUTENbHbIM WHUABTPAT
CTAaHOBMTCA 6onee KJETOYHbIM, BblAenseMble LUTOKUHbI
MHULMUPYIOT pe30opbumio KOCTHOM TKaHW OCTeoKnactamm,
dopmmpoBaHMe PUOPO3HON TKAHM M paspacTaHue peak-
TUBHOM KOCTU No nepudepumn ovara. lNpun popmmpoBaHmmn
HOBOM KOCTM BOKPYT ouara Hekpo3a obpasyercsi Kancyna
cekBecmpa (puc. 26.18).

HekoTopble BapuaHTbl OCTEOMMUENUTA UMEIOT CneLuuranb-
Hble Ha3BaHWs: abcuecc bpodu — He60NbLION BHYTPUKOCT-
HbI abCLecc, YacTo BOB/EKAOWMIA KOMMAKTHOe BellecTBo,



PUC. 26.18 Pe3eumpoBaHHbI (DparMeHT GeJpeHHOW KOCTW y nauueHTa c
OTKPbITbIM OCTEOMUENIUTOM. B ApeHaXXHOM KaHasie BO BHOBb 06pa30BaHHON
KOCTU BUAEH HATUBHbI HEKPOTU3MPOBAHHBIA KOCTHbIA (DParMeHT (CEKBECTP)
3 KOPTUKANbHOIO CJI05 KOCTK.

CTeHKa abcuecca npeacTaB/ieHa peakTMBHOM KOCTbIO; CKJle-
po3upytouiull ocmeomuenum [appe — 4acto pa3BMBaAETCSH
B YEJIIOCTAX, COMPOBOXAAETCA BbipaXKeHHbIM hopMUupoBa-
HMEeM HOBOW KOCTW, KOTOpasi Hac/llamBaeTcs Ha nojaneka-
LYK KOCTHYIO TKaHb.

Kiaunnyeckue npusanaku. [emaToreHHbII OCTEOMUETUT
MOKeT MaHU(ECTUPOBATH B BUJIE OCTPOI MH(MEKIIUY C JIN-
XOPAIKOH, HeJOMOTAHWEM, JIEUKOIIUTO30M, MHTECHCUBHOMN
MyJIbCUPYIOIIEH OO0 HAJl MECTOM TIOPAKEHUsL. Y JeTeil
3a00JIeBaHNe MOKET IIPOSIBJSATHCS TOJBKO HeOObsICHU-
MBIM TTO/ITBEMOM TEMIIEPATYPHI, & Y B3POCIBIX — TOJIBKO
GOJIEBBIM CHHAPOMOM. /IMarHo3 CTaBsAT IPU BbISBICHUN
Ha pEHTTeHOrpaMMaX JUTHIECKOTO 04Yara, OKpY;KeHHOTO
30HON ckJyepo3a. I[Ipm OTCyTCTBUM JeueHUs W3 KPOBH,
KaK TIPaBUJIO, BBICEBAIOTCS MUKPOOPraHU3MbI, OHAKO
s BepuduKanuu Bo3OyauTeNs HeoOXoxuma OMOIICUS
C TOCJAEAYIONMM OaKTEPUOJOINYECKUM HCCIE0BAHIEM.
JleyeHue KOMILJIEKCHOE: XUPYPTrUYECKUNT METO/I U Jie-
KapcrBeHHas Tepanus. B 5—-25% wnabmiogenuii ocTpbii
OCTEOMUEJUT MePexXoanuT B XpoHudyeckui. IIpnunnamm
XPOHU3AIMHU IIPOLECCA MOTYT ObITh MO3HAS ANATHOCTUKA,
001 pPHAst 30HA OCTEOHEKPO3a ¥ XPOHMYECKast HH(MEKIIUSL.
O6ocTpeHne MOKET IIPOM30UTH CIOHTaHHO, 0e3 MHU-
nuupytomiero daxkropa. OCI0KHEHUSIMI XPOHUUYECKOTO
OCTEOMUEJIUTAa MOTYT OBITh TATOJIOTHYECKUN IEPEsIoM,
BTOPUYHbBIN aMUJION/103, SHIOKAP/IUT, CETICHC, TIJIOCKOKJIe-
TOYHAs KapIIMHOMA B CTEHKAX CBUIIEBOIO X0/Ia, OCTEOCAP-
KoMa (KpaliHe pPeJKo).

TYBEPKY/NNIE3HbIX OCTEOMMUENIUT

[TpuunHy TOBBIIEHNST 3a00I€BAEMOCTH TYOEPKYIE3HBIM
OCTEOMUETUTOM B Pa3BUTBIX CTPAHAX MCCJIEIOBATEJIN BU-
[T B YBEJIUYEHUU TIPUTOKA MUTPAHTOB U3 IHIAEMUIHBIX
PaiioOHOB U YBEJMYEHUN KOJUYECTBA UMMYHOIE(PUITUTHBIX
coctostHUH (cm. TiaBy 8). B pazBuBatommxcs crpaHax Ty-
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GepkysesoM 6oserorT 00bIuHO Mostogbie Joau, B CIITA —
JIUITIA CTApPIIero Bo3pacTa (ecjii He YYUTHIBATh MAIeHTOB
¢ UMMyHoOcyIIpeccueil). 3apakenue KocTell BbIABJSIOT B
1-3% HabmoIeHNIl JIETOYHOI U BHEJIETOUHOH (opM Ty-
GepkyJiesa.

MuKpoopraHusMbl OOBIYHO PACIIPOCTPAHSAIOTCS HA PaH-
HUX CTaJUsAX GOJIE3HU ¢ TOKOM KPOBHU U3 04Yara ak THBHOTO
BOCTIAJIEHNsT BO BHYTPEHHUX OpraHax. Tak:ke BO3MOKHO
MpsIMOe pacrpocTpanenue (HapuMep, U3 odara B JIErKOM
B KOCTHYIO TKaHb peOpa, M3 TPaxeoOPOHXUATBHBIX JINM-
(haTuuecKux y3/I0B B IPUJIETAIONIIE TIO3BOHKH ) UJIH JIM-
¢dorennoe pactipocrpanenue. [TopaskeHre KOCTH 0OBIYHO
OJIMHOYHOE U JITTUTEJIBHOE BPEMsT MOXKET OBITh €IHHCTBEH-
HBIM TIPOsiBIeHIEM Goste3Hn. MHOKeCTBEHHbBIE OYaru WH-
dbexruu hopmupyorest Ha (hoHe UMMYHOIEPUITUTA.

Camoli pacrpoCcTpaHEeHHOH JIOKAJIW3aIuell SBJsSeTCS
1103BOHOUHUK (40%), 0COOEHHO TPYAHON U TTOSICHUYHBIN
orzebl. Bo3aMoxkHO mopaxkenue xojeneil u Oemep [32].
Ty6epKynesHblii OCTEOMUETUT OOBIYHO (oJIee JeCTPyK-
TUBHBIH, YeM THOWHBIN, 1 Xy:Ke rojiiaetcst gevennto. [Ipu
MOpaskeHU N MO3BOHOUHUKA (Gosesnu [Tomma) wHbEKIUs
pacrpocTpaHsieTcs: Yepe3 Me;KITO3BOHOYHBIE TUCKH Ha CO-
CeJIHUE TIO3BOHKHU, GOPMUPYsT aOCIIECCHI B MSATKUX TKAHSIX.
Tucronornyeckue MPOsiBjeHUsT OOJE3HU TUITUYHBI JIJIsT
TyOepKyJiesa Apyrux JoKanusamuii (cam. raasy 8).

O6brHO 3a60JI€BAHNE TIPOSBIISIETCST TOKATBHON GOJTHIO
[IPY ABUKEHISX, CyOheOPIIbHOI TMXOPaAKOii, 03HOOOM,
CHWKEHMEM Macchl Tesa. TsKesble TTOpaskeHus COIPOBO-
JKAaoTesa gedopmaiivieil mo3BoHouHuka (Kudo3oM uian
CKOJINO30M) U KOMIIPECCHEll KOPENIKOB CIIUHHOMO3IO-
BBIX HEPBOB. JIPYrHMU OCJIOKHEHUSMU TYOEPKYIE3HOTO
OCTEOMUEJNTA SIBJIAIOTCS TYOEPKYJIE3HBINH apTPUT, aMu-
JIon03, abciiece MOSICHUYHOM MBIIIIBI, (hOpMUpPOBaHIe
CBUIIEBOTO XOJIA.

CUDUIIUC KOCTEM

KoctHast matosiorist MojkeT HabIoAAThCA Kak MPU CU(H-
muce (T. pallidum), tax u npu dpambesun (T. pertenue).
XOoTs1 B HACTOsIIIEe BPEM:I YacToTa cuuinca yBeJInInBa-
eTcst, TIopaskeHre KOCTell BCTPEeYaeTcst PEKo, T.K. B GOIb-
MIMHCTBE HAOJOACHUN CH(MUIIC YAAeTCs AUAaTHOCTUPO-
BaTh U BBLJIEYHTD 0 PA3BUTHST 3TONU (Das3bl GOJIE3HIL.

[Ipu BpoxenHOM cuduirce mopaxeHust KOCTel mpo-
SIBJISTIOTCST HA 5-M MECSIIle TeCTAIMK U [TOJHOCTHIO Pa3BH-
BAIOTCST K MOMEHTY poskeHus. CrupoxeTsl 06bIYHO pac-
MOJIaraloTCs B yYacTKaX aKTUBHON SHXOH/IPAIBHON OCCH-
dukainu u B epuocte. [Ipu npuobpereHHOM cuduince
KOCTHBIE ITPOSIBJIEHISI 00BIYHO MaHU(ECTUPYIOT B HaUaJIe
TpeTuydHoro nepuoja (uepes 2—5 yet mocsie nHbUIIPOBa-
Hust). Yaiie BCero mopaxkaiorcesi KOCTH Hoca, Heba, yepera
U KOHEYHOCTEH, 0COGEHHO JUTMHHBIE TPyGUaThie KOCTH,
HanpumMep GosbiiiebepiioBast. Ipu mopaskeHun OoJibIie-
6ep1ioBoit KocT (HOPMUPYETCsT cabiesuonas 20jieHb Kak
pe3yIbTaT BBIPAKEHHOU PeaKIInU MepUoCcTa Ha TepeHeit
U MeJIMAIbHON TOBEPXHOCTH TOJIEHL.

Mopdhonorus. [MopaxxeHne Kocten npu cuuance xapak-
Tepu3yeTcs OTeYHOM rpaHy/eMon, cojepikallen MHOXe-
CTBEHHble Ma3mMaTtnyeckme KieTkm N HeKPOTU3UPOBAHHYIO
KOCTHYIO TKaHb. 1p1 BPOXAEHHOM M NPUOBPETEHHOM CH-
dunmnce moryt opmMmMpoBaTbCa cuguaumuyeckKue 2yMmmol
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(cm. rnaBy 8). C nomoLblo crneuunanbHoro OKpalwunBaHUA B
oyare BocnaneHnsa MOXXHO BbIABUTb CMTMPOXEThI.

Onyxonu u onyxonesuaHble
o6pa3oBaHus

Omyxonm KocTell pa3inyaroTcst 10 KIMHUYECKOMY Tede-
HUIO U MOPGOJIOTMYECKUM TTpu3HaKkaM. KpaiiHe BaskHO
[IPABUJIBHO JINATHOCTUPOBATD, CTAIUPOBATD U JIEYUTh ITU
OIYXOJIH, YTOOBI OOECTIEYUTh He TONBKO BBICOKYIO BbHI-
JKUBAEMOCTD TIAITMEHTOB, HO M COXPAHUTH ONMTHMAJbHYIO
(byHKIIMOHATBHOCTD CKeJIeTa.

Omyxosu KocTelt B OCHOBHOM KJIACCU(DUITUPYIOT O TH-
Iy KJIETOK UJIM TKAHU, U3 KOTOPOIl OIyX0Jib PA3BUBAETCS.
OnyxoJ1 HeoTpeIeIEeHHOTO TUCTOreHe3a IPYIIUPYIOT 110
KJIUHITYecKoMy TeueHuio (Tabu. 26.6). HaubGosee pacmpo-
CTPaHEeHbI OIyX0JH U3 (PUOPO3HOI TKAHKM U OCTEOTeHHbIE
oryxos. CaMbIMU 9aCTHIMU JI00POKAYECTBEHHBIMU OTTY-
XOJIAMU SABJIAIOTCS OCTEOXOHAPOMA 1 (prOPO3HbIH KOPTH-
KasbHbI fedekt (pubpoma). CaMbIMU YaCTBHIMU 3JI0KA-
YeCTBEHHBIMU OITYXOJIIMU KOCTH (MCKJIIOUAsT TOPAKEHUST
KOCTHOTO MO3Ta — MUEJIOMY, 3JIOKQUeCTBEHHYIO JTUMDOMY,
JIEWKEMHUIO) SIBJISIIOTCS XOHIPOCAPKOMA, OCTEOCapKoMa 1
capkoma [Owumra.

WcTtnHHas pacnpocTpaHeHHOCTD OIyXoJiell KocTel He-
MU3BECTHA, T.K. HE BCE COCTOSIHUS MCCIEAYIOT aJleKBaTHO.
JTo6poKaueCcTBEHHBIE OMYXO0JIH HAOJIIOAAIOTCS 3HAUMTEb-
HO Yalre 3J0KaYeCTBEHHBIX U MaHU(ECTUPYIOT MPenMy-
mecTBeHHO B Bo3pacte /10 30 set. Omyxosau, MariocTu-
POBaHHBIE B TOKUJIOM BO3pacTe, ¢ GOJIbIIEH BEPOSITHO-
CThIO OKaxkyTcs 3yiokadecTBenubiMu. B CIITA exeronno

nuaraoctupyioT = 2400 HOBBIX CTy4aeB OCTEOCAPKOMBI U
1300 cMmepTeii 0T aTOrO 3200JIEBAHMS.

Omyxomu KOCTeil MOTYT PasBUTHCSA B JTOGOM BO3pac-
Te W MOpakarh Jt06ble KOCTH. BOJBIIMHCTBO OIyXoJiei,
KOTOpBbIE€ AMArHOCTUPYIOT B JIETCKOM U TOHOIIECKOM BO3-
pacre, JOKAJIU3YIOTCS B JJIMHHBIX TPYOUATHIX KOCTSIX.
Hekoropbie ommyxoam uMeoT cnermmpudecKyio JOKaIr3a-
[UIO U PAa3BUBAIOTCSI B OIPEEJEHHOM BO3PacTe, O 4eM
BaYKHO MOMHUTH [IPU TUATHOCTHKE.

BonbiuHcTBO Onyxosieit U3 KOCTHOI TKaHU SIBJISTIOTCST
CIIOPAMYECKIMM, HO HEKOTOPBIE ACCOIMUPYIOTCS C Ha-
CJIEZICTBEHHBIMI CHHPOMAMU WJIH CIIeINMUIECKIMU Te-
HeTHYeCKNMHU HapylieHussMu. Harmpumep, ocreocapkomsl,
pasBuBalotuecs: pu cuaapoMe Jln—@Dpaymenu u cuH-
JPOME HACJIEACTBEHHON PeTHHOGIaCTOMBI, 00YCIOBJICHDI
MyTaIeil reta, Kogupytoitero pd3 u RB (cu. rmasy 7).
C pasBuUTHEM OITyXOJieli KOCTeH acCOUUpYIOTCS TaKiKe
ocTeoHeKpo3, Gosesnb Ilemkera KocTeil, 00IydeHme, M-
IUTAHTAIS METAIINIeCKUX KOHCTPYKIUI TIPU Tepeso-
Max, O/THaKO IIPOIEHT TaKUX OILyXoJiell KpaliHe MaJl.

KymHuyecku ormyXoJu KOCTel TPOSIBISIOTCS Pa3iny-
HBIM 06pasoM. Jlo6pokadecTBEHHbIE HOBOOOPA3OBAHUS B
GOJIBIIIMHCTRE CTYYAEB He NMEIOT CUMIITOMOB U SIBJISIIOTCS
caydyaliHON Haxofkoi. MHoTHe 3710KkauecTBEHHbBIE OITyXO0-
JIM COTIPOBOKIAIOTCS OOJIBIO, 8 B HEKOTOPBIX CJIydasix mmep-
BBIM TIPOSIBJICHUEM OOJIC3HU SIBJISIETCS] TTATOJIOTHUCCKUI
repesioM. BaskHY10 POJIb B IMAarHOCTHKE OIyX0Jiel KocTel
urpaeT peHtreHorpaduyeckoe ucciaenoBanue. IloMnmo
JIOKAJIN3AIUK W PAa3MEPOB OIMYX0JIU PeHTreHorpahus Mo-
JKET TIPeNOCTaBUTh NHGOPMAIIUIO O XapaKTepe POCcTa HO-
BOOOPA30BAHU, OTHAKO JIJIsi OKOHYATEILHOTO CY/KIACHUS
HEO0OXOMMO MHCTOJOTHYECKOE UCCIe/IoBaHue OUomTaTa.

TABJINLIA 26.6 Knaccuthmkaums oCHOBHbIX NEPBUYHBIX ONYXO0JIEil KOCTei

IucToreHes [lo6pokayecTBEHHbIE

3nokayecTBeHHbIE

[emonoaTnyeckue onyxonm

XOHAPOreHHbIe 0Nyxonu OcTeoxoHapoma
XoHapoma

XoHapo6nactoma

XoHApOMUKcouaHas ubpoma

Ocrteong-octeoma
Octeobnactoma

OcTeoreHHble 0nyxonu

Mwuenoma
3noKa4ecTBeHHas numpoma

XoHApocapkoma
[eandhepeHunpoBaHHas XoHapocapkoma
Me3eHxumanbHas XoHapocapkoma

OcTeocapkoma

DubporeHHble 0Myxonu

HescHbIi

HeipoakToepmarnbHble 0MyXomnu

HoTtoxopAanbHble onyxonu

®nOPO3HLIN KOPTUKANbHBIA JedekT (hubpoma)
Heoccuduumpyrowas gmbépoma

®nbpo3Hasa rmcTuoLmToMa
Jlecmonnactunyeckas ubpoma

TWUraHTOKNETOYHas ONyXosb
ConutapHble KUCTbI
AHeBpu3MarnbHas KicTa KocTu

[lo6pokayecTBeHHas HOTOXOPAANbHO-KNETO4Has
0nyxosb

®ubpocapkoma

Capkoma tOuHra

Xopnoma

[Unni KK: Dahlin’s Bone Tumors, 5th ed. Philadelphia, Lippincott-Raven, 1996, p. 4; npegoctasneHo Mayo Foundation.]



