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HOBBIE 'TEHETHUYECKUE ®AKTOPLI PUCKA
IHPU OCTEOIIOPO3E

JL.B. IYYKOBA!, I.H. TOPOXOBA?
!Canxm-ITemepbype (I'ocyoapcmeenblil ROTUMEXHUYECKULl YHUGepCumen)
’Mockea

T'enemuueckue haxmopul aenaomes 6edyuumu ¢ HAPYULEHUU MEMAdONU3MA KOCIMHOI MKAHU, 6 Pe3yibiname 1e2o paseu-
eaemcs 0Ccmeonopo3, cucmemnoe 3a001ee6anue cKeiema, OCHOGHblE (heHOMmUnUYECKUe NPOABICHUS KOMOPO20 — CHUICEHUE KOC-
MHOU Maccyl u Hapywienue ee MUKpOapxXumeKmoHuKu, nogvluialoujue puck nepenomos. B pazeumuoix cmpanax c ysenuuenuem
RPOOONIHCUMENLHOCHIU HCUZHU OCHIEONOPO3 CHIAHOBUMCS, HAPAODY C CEPOEUHO-COCYOUCHBIMU U OHKON0ZUYECKUMU 3A00/1€6AHU-
AMU, 00HOIL U3 21AGHBIX NPUYUH NOMEPU 300p06bs U cmepmu. Llenmpansnas Konyenyus HacaedCmeeHHON NPUPOObL OCMEONO-
PO3a cocmoum ¢ mom, Ynmo Mymauuu 6 CpyKmypHoIX 2eHaX, C6A3ANNbIE C Romepell unu npuodpemenuem GynKyuu, He umerom
omHouwenun K 603nuKnosenulo 3aoonesanus. Ha pazeumue ocmeonoposa, coznacno moii Konyenyuu, peuiarouiee enusanue oKka-
3616a10M MOOUDUKAYUU 8 PeYIAMOPHBIX NOCTEO06AMEILHOCHIAX 2eH06, 8bl3blealoujue cladvle HapyueHus IKCRPEcCUU 2eHO6,
KOmopble MO2yn KOMREHCUPOBAMbC UL YCUTUBAMBCA OO B030€CIICHIGUEM MENHC2EHHBIX 63AUMOOCIICMEUTL U/UIU IKOOZUYECKUX
daxmopos. B coomeemcmeuu ¢ ymumu npedcmagneHuAMU 6e0€McA NOUCK 2eHO6-KAHOUOAM 08, USMEHEHUe YPOBHA IKCHpeccUul
KOmopbIX Hapyuiaem 6ananc npoueccos Mooenuposanus U pemooeniupoeanus KOCmuoii mxkanu. B ceéasu ¢ smum usmenenus,
6blsGAsIEMblE 6 NONYIAUUAX 6 2EHAX-KAHOUOAMAX, CONOCMAGAAIONCA ¢ OAHHLIMU OUEHKU COCMOAHUA KOCMHOU MKAHU U On-
peodenenusn ypoeHs OUOXUMUUECKUX MAPKEPOE KOCMHO20 memabonuzma. B pabome npueooamcsa oannvie 0 Hosom cemeiicmee
0e/1K06 MampuKca coeOUHUMENbHON MKAHU — 0 MAJIEHbKUX GO2AMbIX JeiUyUHOM RPOMEOTUKAHAX, NOMEHUUAIbHBIX MAPKEPax
ocmeonopo3a. Paccmampusaromces ux cmpykmypa, op2anu3ayus 2enos, Kiaccuguxayus, pezyiayus mxkanecneyuduueckoii Ixc-

npeccuu, C6:a3b C IKCREPUMEHMAIbHBIM OCHIEONROPO30M.

VHTeHCHBHBIE SMHEMHOJIOTNYECKIE UCCIIEIOBAHUS B
TeYeHHe HECKOIBKHUX JECSATHICTHH, HallpaBIeHHbIe Ha
BBISIBIICHHE (DAKTOPOB, acCOIMUPOBAHHBIX C TaKHMH
Oore3HsAMH, KaK IuabeT, 0CTeonopo3, paK, CepAeIHO-
COCYIUCTBIC W HeHpoaereHepaTuBHbIC 3a00JeBaHMS,
KOTOPBIE OTHOCAT K TaK Ha3bIBAEMBIM «KOMITIEKCHBIMY
0ONIe3HSAM IOXKMIIOTO BO3PAcTa, BBISBHIIM JUIS 3THX
3a0oeBaHuid psia (AKTOPOB pHCKA. YCHENIHOE 3aBEpLICHHE
npoekTa «[eHOM 4enoBeka», MOMHMO YCTAaHOBJEHHS IOJHOMN
ctpyktypsl THK denoBeka m mOeHTU(PHKAIUA MHOTHUX TCHOB,
MIPUHECIIO TaKXKe U He INIaHUpyeMBbli pe3ynsraT. Oka3anock, 4To
B HOMYJIAILHAX CYMIECTBYeT MHOXECTBO IMOTMMOP(HHBIX BapHaH-
TOB F€HOB, HEKOTOPBIE U3 KOTOPBIX ACCOLMHPOBAHBI C OOIINMHU
0oJIe3HAMH. DTO MPUBENO K BRIICICHUIO HOBOW IPyMIbI (haKTo-
POB pHICKa Jisi 3a00JICBaHUil 3TON KAaTErOpHUH — TeHETHUCCKUI
nomuMopdu3M. TOUHO yCcTaHOBIEHHBIE TeHETHIECKHE (PaKTOPHI
pHCKa Y)Ke UCHONIB3YIOT JUIsl PAHHETO BBISBICHHS IPYIIITBI PUCKA,
npeackazaHus 3(¢eKTa JIEKapCTBEHHOTO JICUYCHHS W HAaydHO
000CHOBaHHOTO TIOMCKa HOBBIX IyTeil iedeHus. Bece ckazanHOe
CIIPaBEeUINBO H JUIS OCTEONOPO3a.

Ocreonopo3 sABISETCST CHCTEMHBIM 3a00JIeBaHHEM CKeJleTa,
XapaKTePHU3YIOMNMCS CHIKEHHEM MAacChl M HapyIIEeHHEM MHK-
POapXUTEKTOHUKH KOCTHOW TKaHM, YTO BEAET K YBEIMYCHHIO
pHCKa HEMOTHBHPOBAHHBIX IepesnioMoB. OT HETo CTpajaroT co-
THHM MUJIUTHOHOB JIOZIEH, INIaBHBIM 00pa30M IOXKHIIOTO BO3pacTa,
JUIL MHOTUX M3 KOTOPBIX OH CTaHOBUTCS NPUINHOH TKEIOH
WHBAJIUTHOCTH U cMepTH. Hame)xHpIM (EeHOTHIHMYECKUM TIpH-
3HAKOM OCTEOIOpO3a SBISCTCS HU3KUH MOKa3aTelb MHHEpAlb-
HOM IIOTHOCTH KOCTHU [4]. Tak Kak moreps MIOTHOCTU KOCTHOM
TKaHH YacTO MPOUCXOOUT OeccumnToMHO, BO3 pekomeHmyeT
HCIIONB30BaTh ATOT IOKa3aTelnb B CKPUHHHTOBBIX HCCIEIOBA-
HUSAX ¥ TP €TO HU3KHX 3HAUCHUSIX HAa3HAYATh CTICIU(HIECKOe
JedyeHre 0e3 KIIMHUYECKUX NposiBiaeHHHd. CHIKEHHIO KOCTHOW
Macchl ¥ HapyHIEHHIO MeTa0oim3Ma KOCTHOM TKaHU crocoOc-
TBYET IEJbIH PS JKOJIOTMYECKUX (aKTOpOB: KypeHHe, allKo-
TOITM3M, THIIEBOH AS(UIINT MOHOB KalbIUs, MarHus, >Kelesa,
Me[H, JIeYeHne TOPMOHAIBHBIMU TIpenaparamMu u apyrue. Ho,
C JIpyroi CTOPOHBI, YOeqUTETHHO MOKA3aHO, YTO MHHEpAIbHASL
IUIOTHOCTh KOCTHOW MAacChl SIBISE€TCS HACIJEJCTBEHHBIM IIPH-
3HAKOM. YeTko ImpociexeHa ero HacleIyeMOCTh B ITOKOJCHHSIX
MaTb—104b, MaTh—0alyIika, 6abymka—Mareb—104ub [25]. Ha ato
JKe YKa3bIBaeT BhICOKas creneHpb koppemsiaun (0.80) MuHepaib-
HOH TUIOTHOCTH KOCTHOM MAacChl MEXJ[y TOMO3HIOTHBIMHU OJIH3-
HellaMH{, Y6 T€HOMBI MOJHOCTBIO MACHTHYHEL Y JU3HTOTHBIX
OJIM3HENOB, YbM TEHOMBI TEOPETHYECKU MOTYT OBITh CXOIHBI OT
50 o 0%, xoppemsus (0.20-0.40) cymectenno Hike [36, 36].
310 M03BOJISIET 00O0CHOBAHHO OTHECTH OCTEONOPO3 K FeHEeTHYeC-
KH 00yCIIOBIICHHBIM 3a00seBaHisAM. OYeBHAHO, YTO MPU STOM

3a0oneBaHMU 1) HET eJUHCTBEHHOTO I'eHa, OTBETCTBEHHOIO 3a
pa3BUTHE KIMHUYECKOW KapTUHBI; 2) HET MOJIHOM yTpaTtsl (QyH-
KIUH KaKOro-TH00 JKM3HEHHO BaXHOTO T'eHa; 3) AJIs pa3BUTHS
KIMHIYECKOH KapTHHBI DOCTATOYHO W3MEHEHHS aKTHBHOCTU
OJIHOTO TE€Ha, YYacTBYIOIIET0 B KOCTHOM MeTabonn3me WiIn
OTIOCPEIOBAHHO CBSA3aHOTO C 3TUM MeTabonmm3MoM; 4) OTBETC-
TBEHHBIIl TEH MOXXET M3MEHHUTH CBOIO AKTUBHOCTBH BCIIC/ICTBHE
nonmuMopdu3Ma (OTHOHYKICOTHIHONW 3aMEHBI, HHCEPIUH WIN
JeTIeIMH ), KOTOPBIA MOXKET OBITh JIOKaJIM30BaH KaK Ha y4acTKe
JHK, 3aHuMaeMOM JaHHBIM T€HOM, TaK M B OONACTIX APYTHUX
T€HOB; 5) TeH MOXKET M3MEHUTh aKTHBHOCTb O] BIMSHHEM BHE-
mrHAX (PAKTOPOB U TaK Jajiee.

Tak kak W3MEHEHHE aKTMBHOCTH MHOTMX T'€HOB MOXET
MIPUBOJUTH K PAa3BUTHIO OCTEOINOPO3a, OCHOBHAS 3ajada Co-
CTOMT B BBUIBJICHHH TNOJIUMOP(GHU3MOB, aCCOLMHPOBAHHBIX C
9TuM 3aboneBaHneM. I[lepCIeKTHBHBIM MOIXOIOM SBISETCS
HCIIOJIb30BaHUE METOIOB OOpaTHOM T'€HETHKH — 3TO ITOHMCK
MoMMMOpPGHU3MOB B TE€HAX, OTBETCTBEHHBIX 32 MeETaboIm3M
KOCTHOW TKaHW, U yCTaHOBJIEHHE JHOCTOBEPHOCTH aCCOLMAIMN
JAHHOTO TONUMOpdH3Ma ¢ (EHOTHIHMYECKHMH IPU3HAKAMU
ocrteoniopo3a. ['eH, oTBevalOmuii 3TOMy TpeOOBaHMIO, BKIIIOYA-
10T B TPYMITy TeHOB-KaHANAATOB OCTeornopo3a. [t Toro 9To0s!
OKOHYATEeJIbHO OTHECTH T'eH B IPYIITY KaHAWAATOBY», TPEOYIOT-
Csl TaHHBIE MOJICKYISIPHO-KJIETOYHBIX MCCIIEAOBAHMH, TOKA3bI-
BAIOIIME, YTO TeH IKCIPECCUPYETCs] B KOCTHOW TKaHHU, YTO €ro
nenenys (IPUPOAHAs WM C HOMOIIBIO «HOKAYT»-TEXHUKH), a
TaKKe CBEPXaKTHMBHOCTb, CIIPOBOLMPOBAHHAS YIAJICHUEM I'eHa
Cymnpeccopa WM TIOBBIIIEHHEM 03Bl TeHa (TPaHCTeHHBIE XKH-
BOTHBIE), MPOSIBIISIIOTCS B (pEHOTUIIE KOCTHOW TKaHH. BaxkHBIM
SIBIAETCS TAKXKe CYIIECTBOBAHIE MPHPOTHON MyTaIlH B TeHeE-
KaHJMaTe, OTBETCTBEHHOW 32 M3MEHEHHBIN KOCTHBIN (heHOTHIT
1 HacnenyeMoi mo Menzento. [Ipu aToMm He 00s3aTeNbHO, YTOOB
MyTanusl MPUBOJIMIA UMEHHO K CHH)KCHUIO MHHEPAJIbHOW TIJIOT-
HOCTH KOCTH WJIH IIOTepe KOCTHOH Macchl. K reHam-kaHauaaTam
MOTYT OBITH OTHECEHBI U T€ I'€HBI, MyTalluk B KOTOPBIX BEIYT K
MOBBIIICHUIO KOCTHOM Macch [21].

I'eHbl, KOTOpBIE C OONBIIEH WIM MEHBIIEH CTEHNEHBIO J0-
Ka3aTebHOCTH OTHOCAT K KaHIWIaTaM OCTEONOpo3a, MOXKHO
pasenuTh Ha 5 Tpynm: 1) reHbl, KOHTPOIUPYIOIIME TOMEOCTa3
KaJbIys; 2) TeHbI, KOHTPOIUPYIOIINEe TOPMOHATBHBIN CTaTyC B
TEUeHHE OHTOTeHe3a; 3) TeHbl, OTBETCTBEHHBIC 32 Pa3BUTHE W
PETYIALNI0 METabOINIECKOH aKTHBHOCTH OCTE00IACTOB H OCTE-
OKJIaCcTOB; 4) TeHbI, KOAMPYIOUINe KOMIOHEHTHl BHEKIETOYHOTO
MaTpHUKca, ¥ TeHBI, y9aCTBYIONIHE B IPOLECCHHTE UX OEIKOB; 5)
reHbl MeTaboI3Ma JIMIONPOTenHOB (Tabn. 1). BeiseieHa numb
HeOoIbIIast YacTh TeHOB-KaHANAATOB ocTeonopo3a. Ha 3to yka-
3BIBaeT TO, YTO JIMIIb Y HE3HAYUTEJILHOM YacTH MAllMeHTOB yaa-
€TCsl TOYHO YCTAHOBJICHHYIO KIIMHUIECKYIO KapTHHY OCTEOMOpPO-
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3a CBSI3aTh C M3BECTHBIM T€HETHIECKUM MapkepoM [16,27, 31]. K
TOMY K€ OYEBHJTHO, YTO U B ITUX FEHAX YCTaHOBJICHBI JAJIEKO HE
Bce monuMopu3MbL. Tak, cekBeHHpoBaHue 9.7 T.IL.H. TEHOMHOM
JHK, xoaupytomiel yacth reHa Junasbl JUMONPOTEHHOB, Y 77
WHJIIBUyyMOB BBIABIIIO 88 BapMaHTOB OTIMYMH B MOCIIENOBa-
TEJIBHOCTAX, TO €CTh B nomynanuu Ha 500 m.H. BcTpeuaercs 1 3a-
MeHa [26]. [Ipu 3TOM gaxke OIUH U TOT JKe BApHAHT HE Y BCEX MH-
JTMBUTYyMOB OyJIeT OJJMHAKOBO MPOSIBIATHCS B peHoTure. Ha ero
TIPOsIBIICHNE Oy/TyT OKA3bIBATH BIMSHUE SKOJIIOTHIECKHE (haKTOPBI
U TPYAHO y4YWTHIBaeMble MEXKICHHBbIE B3aumojencTBus. U, Tem
HE MeHee, IeITBIH PsiJi TeHETHIEeCKIX MapKepoB OCTEOIOPO3a yxKe
NPUMEHSIETCS] B NMPAKTUKE JUTS BBISIBIICHUS IPYIIIBI PUCKA M Ha-
TIPaBJICHHOW KOPPEKIUH MeTaboNi3Ma B JOCHMITOMATHIECKOM
nepuone 3adoneBanus [27]. Tak, B IeueHHH 0CTEONOPO3a MPHME-
HSIOTCSI TIpenaparsl ButamMuaa D u Butamuna K, ropmonsamec-
THUTENbHAS Tepanus, JedeHue npenaparamu pochopa, Kaablus 1
THAPOIH3aTa KoareHa. Hamexxpl, cBSI3aHHbIE C 3THM, HHITYIIN-
PYIOT HIOMCK HOBBIX T'€HOB-KaHIUIATOB OcTeonoposa. HemaBHo
Kak Ha MOTEHNMAJIbHBIE TeHBI-KAaHIUAATEl OOpaTHIN BHUMAaHHE
Ha TPYNIy HU3KOMOJIEKYJSPHBIX IPOTEOIIMKAHOB MaTpHUKCa
COCIMHHUTENBHON TKaHU. DTH OENKH MPOXYLIUPYIOTCS KICTKAMU
KOCTHOHM TKaHW, (yHKIMOHHPYIOT B MaTpHUKCE, OCYIIECTBISSL
KOHTPOIb HaJ| (uOpmmioreHe3oM. B mocmenane rogsl n3ydena
CTPYKTypa 3THX OEJKOB, X TKaHecHelr(UuecKas SKCIPeccus,
TIOTEHIUAIbHAs OHOTOTHYIECKask POJIb, OIYISHbI THHUHU MBIIIEH,
JNeUIUTHBIE IO OHOMY W3 TUX OEJIKOB, W 110 MX IONIApHOU
KxoMOMHanuH. JlaHHBIe, TOyYeHHBIE B 3THX pab0oTax, MO3BOJISIOT
CUMTaTh, YTO T€Hbl ATUX MPOTEONIMKAHOB YYacTBYIOT B MeTa-
0oym3Me KOCTHOH TKaHH M MOTYT OBITh OTHECEHBI B rpymimy 4
TCHOB-KaHMIATOB JUIs 0CTeonopo3a (tabi. 1). OmucaHuio 3Toro
HEJaBHO OTKPHITOTO KJacca OENKOB M X POIH B (JOPMUPOBAHIN
KOCTHO# TKaHH ITOCBSIIIEHA 9T CTaThs.

Cmpykmypa ManeHbKUX npomeoziuKanos, 0002auieHHbIX
neuyunom (MIIBJI)

MaseHbkHe TPOTEOIIMKAHbI, OOOTalleHHbIe JICHIIMHOM
(MIIBJI), mpuHaATEkKAaT K CyNepceMencTBy OETKOB, MOJICKYIIBI
KOTOPBIX COMEepPKaT 10 38 MOBTOPOB, OOOTANICHHBIX JCUITHHOM
[18]. IlpubnuzuTenpHas MOJIEKYIISIpHAS Macca OEIKOBOI 4acTH
MIIBJI cocraBnser npumepHo 40 x/la. 3a 310, B omIM4ue OT
W3BECTHBIX IPOTEOIINKAHOB C MOJEKYISIPHOH Maccoi Oombre
gem 200 k/la, X HA3BIBAIOT «MaJICHBKUMUY. JIEHIIMH-00raThIii
motuB (JIBM) stux 6enkoB comep>kut 2029 aMHHOKHCIOTHBIX
OCTaTKOB (20) ¢ KOHCEPBAaTUBHO PACIHOJIOKEHHBIMHM OCTaTKaMHt
acmaparusa (N) u nefiuaa (L). JIBM coctout u3 B-ciost, KoTo-
pblit 00pazyeT nocnenoBareabHOCTh —LxXLXLxxNxL-, u napai-
JIETBHON eMy OL-CITUpaNH -XaxxXtat+++at++x-, rae a — anudaru-
YecKass aMHHOKHCIIOTA, X — JIFo0asi aMHHOKHCIIOTA, a (£) — 4acTo
BcTpevaromuiicss mpomyck. JIBM  sBiseTcss  cTpyKTYpHBIM
nomeHoM. OH ydyacTByeT B Pa3MYHBIX MPOLECCAaX MOJEKYISp-
HOTO y3HABaHU, HAIIPUMep, B KIETOYHOH aAre3nH, CHTHAIbHON
Tpancaykuuu, penapaiuu JJHK, B mpouneccunre PHK [23].

B cymepcemeiictBe OenkoB, comepKanux JIeHIUH-OOTaThIe
noBTopbl, MIIBJI 00pa3yroT cOGCTBEHHOE CEMEHCTBO, YHUKAIb-
HOM d9epToil KOTOPOTO SBISCTCS HAIM4HMe IHCTENH-OOTaThIX
KJIaCTEPOB. DTH KJIACTePhl (PIAHKUPYIOT JICHIIMH-O0raThie MOB-
TOpHI (CM. pUCYHOK). Llucrenmn-Oorareiii knacrep N-KOHIEBO
JIOKaJIM3aIMH COAEPXKHUT 4 ocTarka IIMCTEUHA, PACIIOI0KEHHbIE
Ha OJMHAKOBOM paccTOSHHHU, C-KOHIIEBOH IIMCTEMHOBHIH Kilac-
Tep coAep kUt 2 octarka nucrenna. B cemeiictso MIIBJI Bxoaut
OKOJIO TOJTyTOpa JeCATKA SKCTPAIEIUTIONSIPHBIX OenkoB. Mckmo-
YEeHHE COCTABISIET €AMHCTBEHHBIH OeI0K (HUKTAJIONKH), OCTar0-
IIMIACS CBS3aHHBIM C TIa3MaTHYeCKO MEMOPaHO! ¢ MTOMOIIHIO
mko3miIdocharuanmmHosutonoBoro sikopst [30]. Tombko onuH
qJIeH 3TOrO ceMelcTBa (acmopuH) He comepkuT HU O-, HE N-
YIJICBOAHBIX LIETEel, OH OTHECEH K 9TOMY CEMEHCTBY TOJIBKO Ha
OCHOBE CTPYKTYPHOH TOMOJIOTH T€HA.

C NOMOIIBIO MOJEKYISIPHOTO MOJCIMPOBAaHMS U MO JaH-
HBIM 3JIEKTPOHHOH MHUKPOCKOITHH CO3[]aHa TPEXMEepHas MOAENb
MIIBJI. D10 HenmoOyaspHBIE COJCHOMINMONOOHBIC MOJEKYIIbI,
HM30THYTHIE B BUJIE IOAKOBHI [37]. BOrHyTast MOBEpXHOCTH IO~
KOBBI» (opmupyetcs B-coem JIBM, a ee BBITYKIIbINA TOMEH 00-
pasyiot o-cnupainb JIBM u cBsi3aHHbIE C HEH YITIEBOAHbIE 1IETTH
(CcM. PUCYHOK).

MIIBJI paznensior Ha yetsipe rpynnsl: MIIBJI knaccea I, 11,
I u rpynmna «apyrue» MIIBJI (tadmn. 2). B ocHOBY knaccuuka-

MY TIOJIOXKEHBI 3K30H/MHTPOHHAS OPraHU3anus TeHa, CTPYKTypa
N-KOHIIEBOTO LIUCTEHHOBOIO KiacTepa, uucio JIBM u romosno-
TUsl aMUHOKHUCIIOTHOM mociieoBarenbHocTy [19, 24].

MIIBJI knacca I komupyroTcs BOCEMBIO 3K30HaMHU, CO-
nepxar 10 JIBM u N-KOHIIEBOH IHMCTEWHOBBHIA KJIAacTep THIA
CX,CXCX,C (cM. pucyHOK, A). BONBIIMHCTBO YIEHOB 3TOrO
KJIacca — MPOTEOTIHKAHbI, COAEPXKAT e XOHIPOUTHH CyIb-
¢dara wm nepmaraH cynbgara, KOJIMYECTBO W COOTHOIICHHE
koTopbix TkaHecrenuduuno [18]. Ilporeormukanbl kimacca [
CeKpeTupyroTcss B (opme mnpo-0enmKoB, MPO-TOCIe0BaATEb-
HOCTH KOTOPBIX OTHICIUISIOTCS] TKAHECTICIU(HIHO C TIOMOIIBIO
Mopdorenernueckoro nporerHa-1 xoctu [34]. AcnopuH, BHe-
CEHHBIH B 3TOT K€ KIIACC, HE SIBIAETCS MPOTEONITUKAHOM.

Unens! cemeiictBa MIIBJI knacca Il xogupyroTcs Tpems
9K30HAMH, CaMblii OONBIION, [IEHTPAJIbHBIH KOAUPYET Bce (Ie-
catb), JIBM. [{ns knacca Il xapakrepen N-KOHIIEBOH IIUCTEUHO-
BBIH Knactep Buna (CX,CXCX,C). Bee unensr aToro kmacca, 3a
uckiouenueM PRELP, conepaxar nenu noimiaakTo3aMuHa U Ke-
parancynbdara, a Taxke Cynb(haTHPOBAHHBIE OCTATKH THPO3WHA
B N-KOHIIeBOIT 001aCTH (CM. PHCYHOK, bB).

I'ensl, xomupytomue nporeornukansl kiacca I, cocrosT
U3 CeMH SK30HOB, M3 KOTOPBIX TpPH, JOKAaJIM30BaHHBIX Ha 3’-
koHue, koaupytotr Bce JIBM. MIIBJI storo kiacca conepxar
HauMeHbliee yuciao JIBM, ux Bcero mectb. B N-KoHIIEBOM
00acTH pacIoIoKeHbl XapaKTepHbIi Ay aToro kiacca MITBJI
uuctenHosbii Kkactep (CX,CXCX,C) u ocratku cyab(arupo-
BaHHOTO THpo3uHA. B rpynny «apyrue» Bxoaar MIIBJI, oco-
OEHHOCTBIO KOTOPBIX SIBIISIFOTCSI BBICOKOE CTPYKTYPHOE CXOZICTBO
BHYTpH TPYHITBl ¥ HU3KAsl CTPYKTYpHAast TOMOJIOTHS C WICHAMU
NIPYTHX KJIaccoB. B TO jke BpeMsi OHM OTIMYAIOTCS JPYr OT
npyra crpoenneM nuctenHoBoro knacrepa (CX,CXCX,C nm
CX,CXCXO).

K xmaccy «uapyrue» MIIBJI otHOCsTCs nBa Oenka. [1o amu-
HOKHUCJIOTHOM TOCJIEAOBATEIbHOCTH OHH BBICOKOPOJCTBEHHBI
JIpyr JApyry, HO He PpOJACTBEHHbI wieHam cemeiicrBa MIIBJI
npyrux knaccoB [3]. OHM XapakTepU3ylTCs CXOAHOM opraHu3a-
I[Melt TeHOB, COJePIKaT 10 TPU 3K30HA, a TAKXKE OUHAKOBOE KO-
nmuectBo (o 11) JIBM. Onnako nx N-KOHIIEBbIE LIUCTEMHOBBIE
MOTHBBI pa3nn4atorcs (Tadi. 2).

I'enst MIIBJI opranu3oBaHbl B KjacTepbl, KOTOPbIE BKIIIO-
Yal0T TeHbl MPOTEOITHKAHOB BCEX KIACCOB. Takue KIIacTephl
KapTUpoBaHbl Ha XpoMmocomax 1q32, 9q32, 12923 [13, 14, 17].
Tonbko OWH T'eH 3TOTO CeMEHCTBAa OTHOCHUTCS K YHHKAIBHBIM,
oH komupyer Ournukan, MIIBJI kmacca I, u xaptupoBan Ha
X-xpomocome (Xq28) [10]. B xaxxmom kmactepe reHst MITBJI
knacca | nexxar B 5’-HampaBlIeHUM IO OTHOIIEHHIO K I'€HaM
knacca II, koTopsie, B CBOIO ouepesp, JIexar B 5’ -HarpaBiIeHUH
1o oTHOIEHUIo K reHam kiacca Il [4, 17, 24]. Dto no3Bosnser
CUUTaTh, YTO B TEUCHHE HBOIIONUH JYTUIMKALUS T€HOB 3TOTO
ceMeiicTBa MPONCXoamiIa HeckosibKo pas. [Ipoduns sxkcnpeccun
y npencrasureneit kiaccos I, II u III uamensiercs B nopsinke ux
MIEPEUHCIICHNSI OT BCTPEYAIOIIeiicsl BO BCEX TKaHAX J0 BBICOKOT-
KaHeCTIeUPUIHOM.

Mmuorue MIIBJI cBsa3siBaroTcst ¢ koutarenamu tana I, 11, 'V,
VI, XII u XIV [11, 12, 32, 33, 38], Takoe cBA3bIBaHHE in Vitro
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Cxemamuueckue mooenu cmpoenus pazniuynolx munoe SLRPs [2]:
A — bucnuxan;
B — gpuopomooynun;
DS/CS — yenu depmaman u xonopoumuH cynsghama,
coomeemcmeenno
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Taonuya 1
CHuCOK 0CHOBHBIX T€HOB-KAHIH/IATOB 0CTeONOopo3a [27]

Haspanue rena* O6o3naue- | Jlokanu3a- Yucno HaaeH-
HUE TeHa 1Hsl TeHa HBIX MyTaluit
1|2 ]3[4

I'pynma 1:
Penenrop Buramuna D VDR 12q12-ql4 12 (100 |1
Kansiuronus CALCA 11p15.2- 0 0 |0 |1

pl5.1

Penenrop xaneuurToHnHA CALcR 7q21.3 1 0 |0 |0

Penentop uyscrBurensHoc- | CASR
TH K KaJIbLIUIO

3g21-24 26 |0 |0 |2

[Maparupeonnusiii ropmon | PTH 11p15.3- 2 1 |0 |0
pl5.1

T'pynmna 2:

Penenirop acrporena 1 ESR1 6q25.1 4 0 |0 |5

Penenirop anaporena AR Xqll-ql2 1125 |0 |25

Apowmara3sa (nmoacemeiicreo | CYP19 15q21.1 3 310 |1

IX nuroxpomos P450) (ARO)

I'pynma 3:

Wutepneiiknn-6 IL-6 7p21 0 0

AHTaroHHCT perenTopa IL-1RN 2ql4.2 0 0 |0 |1

uHTepneiknHa- 1

Tpancdopmupyrommit pak- | TGFB1 19q13.1-13.3 | 6 0 |0 [0

Top pocra Geta 1

Anbda2-HS-rmuxonporenn | AHSG 3q27 1 0 |0 [0

WNucynmunonono6usiii gak- | IGF1 12q22-q24.1 |0 0 (2

Top pocra 1

I'pynma 4:

Komnaren tina I ansda 1 COLI1A1 17q21.31- 79 (141 |27
q22.05

Kosnaren tumna I ansga 2 COL1A2 |[7q22.1 36 | 150 |11

Komnaren tuma Il anmspa 1 | COL2A1 12q13.11- 25 |5 |0 |10
ql3.2

Komnarenasa MMP1 11922-q23 0 (0 |30

OcTeoKkabIuH BGLAP 1q25-q31 0 1 |00

Karencun CTSK 121 10 |0 |0 |O

I'pynma 5:

Anomumnonporent E APOE 19q13.2 18 (1 |2 |3

* — IaHHBIC MOXXHO HAlTH Ha caiite http://www.ncbi.gov/omim

MoxynupyeT (opMupoBaHre KoJuTareHoBEIX (pubpmul. [IpunsTo
cuurarb, 4to MIIBJI B3aMMOnENHCTBYIOT € KOJUIAr€HOM BHYT-
pEeHHEH MOBEPXHOCTHIO «IIOAKOBBDY, KOTOpasl IPHCIOCOOIEHA
JUIsl B3aMMOJEHCTBHUSL C OIHOM MOJIEKYJOW MPOTOKOJIIareHa.
Hexoropsre MIIBJI cBsi3pIBatoTest ¢ TpaHCHOPMHUPYIOMIHM (ak-
topoMm pocra (TGF-f), koTopslit yuacTByeT B arontose, npoJiu-
tdepanyn, nuddepenmpoke, BocnaieHuu [29]. D10 CBOHCTBO
HPOTEONIMKAHOB UCIIONB3YIOT JUlsl CBsA3bIBaHUs n30bITKa TGF-B
U TpenoTBparieHust (GUOPOHM3ALMK IIPU IIIOMEpYyIOHe(ppHUTe
[20]. B mByx MIIBJI yenoBeka OMMCAHBI MYTALUH, KOTOPBIE
OTBETCTBEHHBI 32 Pa3BUTHE JBYX INA3HBIX OonesHed. DTo My-
Tallid B HUKTAJONUHE, BEAYyIINUE K BPOKICHHOMY HapyLIEHHIO
HouHoro BuneHus [30], u B kepaTokaHe, BBI3bIBAIONIHE O0JIE3HD
POTOBHIIBI, XapaKTEPH3YIOLIYIOCs HapyLIeHUEeM MepeHeil n3or-
HYTOH IIOBEPXHOCTH POTOBUIBI U BCIECICTBUE 3TOI0 CHUKCHUEM
pedpakiun [28].

Buiacuenue o6uonozuueckoui gpynxyuu MITbJ1

MpImy, y KOTOPHIX C IOMOIIBIO TEXHHKU «HOKAayT» pas-
pyueHn reH, kopupytommii 6urmkan (BI'K), MIIBJI kiacca
I, mmeror denorumn, cxomHsli ¢ ocreornopo3oM [39]. ¥V takux
MBILLIEH CYLIECTBEHHO 3aMEUIETCS POCT KOCTEM B IOCTHA-
TAJIBHBIA TIEPUOJ U IUIOTHOCTH KOCTHOM MAacChl HE JOCTUTAET
nuka. B okcrepuMenTax in Vitro Moka3aHo, YTO Y JKMBOTHBIX
¢ mepunurom BI'K ¢ BO3pacToM KOIMYECTBO CTPOMAIIBHBIX
KJIETOK KOCTHOTO MO3ra CHIDKaeTcsi 0oiee CTpeMHUTENbHO [7].
B oTHX KiIeTkax OTMeYeHbl W HapyIIeHHS MeTabonndecKon
akTuBHOCTH. Tak, MOKa3aHO, YTO OHHU TEPSIIOT CIIOCOOHOCTH pea-

THpOBaTh Ha noOaBineHHbIH B cpeny TGF-P u xapakrepusyroTcs
0oJice BHICOKMM yPOBHEM amomnTo3a. Y Mblel ¢ 1ehUuiuTomMm
BI'K napymeno ¢opMupoBaHHE KOJUTareHa THMa [, oTMe4eHb
MOP(OJIOTHYECKIEe M3MEHEHHsI KOHTYpa KOJUIareHOBBIX BOJIO-
KOH, 3aMETHO BapbupyeT auametp BosnokHa [8]. [Ipossrenune
nepunuta BI'K HocuT TKanecneumduyeckuil xapaxrep. Taxk,
CcpenHuil AuamMeTp (GpUOPHILIT YBEITNUUBAETCS B KOCTSX M KOXKE,
HO CHIXKAETCSI B CYXOXKWIHAX. DTO JIOMOJIHATEIBHO YKa3bIBaeT
Ha ydyactue BI'K B ¢pubpminorenese. Jlro6oit u3 mepeunciieH-
HBIX (DaKTOPOB BEIET K Pa3BHTHIO ocTeonopo3a. JlaHHEIE,
MOJIy4eHHbIE Ha MbIIIax ¢ pa3pyieHHbM reHoM BI'K, xopomio
COIIaCyIOTCS ¢ pakTaMM MEJUIMHCKON TeHETHKH, IEMOHCTPH-
pyromumu, uto ot 103kl reHa bI'K 3aBucuT kauecTBO KOCTHOM
TKaHu. M3BecTHO, uTo reH bI'K nokanuzoBan Ha xpomocome X
1 TIAIUEHTH! ¢ CHHAPOMOM TepHepa (KEHIIHWHBI C TEHOTHIIOM
XO) xapakTepu3ylOTCs HU3KHM POCTOM M CHHMIXKEHHEM KOJIH-
gectBa bI'K. B To ke Bpems y KEHIIHH, UMEIOMHNX OObIIe
IBYX X-XpOMOCOM, yBeIH4YEeHa JUIMHA TeJla U 3aMETHO BBIIIE
ypoBeHb bI'K. IlomuMo odeBHAHOTO BIHSHUS Ha (OPMHPO-
BaHHMe KOCTHOM TkaHu, ¢pyHkumn BI'K, BeposTHO, cBs3aHBI K
¢ MBIIIEYHBIMHU KIIeTKaMH. Ha 3To yka3pIBaeT To, 4TO HpH re-
HetnueckoM nedunute BI'K in vivo HabmomaeTcst MblieyHast
IUCTPOdUsI, KOTOpas MOXKeT OBITh 0OBbsicCHeHa TeM, uTo BI'K
B3aUMOJICHCTBYET C O-AUCTPOTTIMKAHOM, KOMIIOHEHTOM KOMII-
JIeKca, aCCONUUPOBAHHOTO ¢ AUCTPOdUHOM [5].

“HoxkayT” reHa, kogupyrorero nexoput (JJKH), MITBJI ato-
ro ke Kiacca, Boi3piBaeT y JAKH-neumutHeix Mbimeit Mopdo-
JIOTHYECKHE HapyIICHNs B KOJUTareHe, CXOJHbIE C TAKOBBIMH TIPH
nepunute BI'K [34]. Myrauus 3arparsBaeT TIaBHBIM 00pa3oM
KOXY, MECTO caMOil HHTeHCUBHOM skcnipeccuu reHa JIKH, Ho He
BIIMSIET HA KOCTHYIO Maccy M He BEIeT K Pa3BUTHIO U3MEHEHHI
B KOCTH Ha TUCTOJIOTHYECKOM M MaKpPOCKOIIMYECKOM YPOBHSX.
OueBunno, yto bI'K u JIKH, HECMOTpS Ha BEICOKYIO TOMOJIOTHIO
CTPYKTYPBI, BBIIOJIHSIOT pa3Hble GyHKIUH. Bo3MOXHO, 3TO CBsI-
3aHO C OTIMYHSAMH B CTPOCHHH MX yIVIEBOAHBIX meneit. [lomnmo
toro yro JIKH Moxynupyer cO0pKy KOJUIareHOBBIX BOJIOKOH, OH
Takke KOHTPOJIMPYET NX OPHEHTAIHIO B MaTpHKce. Tak, pu ero
neduIMTe BOJIOKHA KOJUTareHa, BMECTO MapajuielIbHON YKIIaIKH,
pacmionokeHsl ciay4aitHeiM obpaszom [15]. JIKH takxe xoHTpO-
JUpYyeT JeJieHne KJIeToK. Ha 3To yka3piBaeT TO, 4TO y MBILIEH,
ne¢unutHeX o JIKH, uncmo ¢pubpobracToB B mepruoOIOHTATD-
HOU CBsi3Ke yaBauBaercs, a in vitro JIKH octanaBnuaet pocT
MaJIMTHU3UPOBaHHBIX KieTok [15]. ®enorun JKH-medunmr-
HBIX MBIIIEH CXOAECH C CHHApPOMOM Oiepca-llaHnoca, reHeTH-
YeCKN W KIMHHYECKU TeTePOreHHBIM 3a00IeBaHUEM UENIOBEKa,
XapaKTepHBIMH TNPH3HAKAMU KOTOPOTO SIBIISIOTCS THUIIEpaJiac-
TUYHOCTh U XPYHMKOCTh KOXH, THIIEPHOIBIDKHOCTh CyCTaBOB H
kpoBoToYUBOCTS. ITo-Bunumomy, BI'K u JIKH MoryT BBIIONHATH
pa3Hble QYHKINHU B 3aBUCHMOCTH OT THIIA TKaHH, B KOTOPOH OHH
IKCIIPECCUPYIOTCS, U APYrux ycnouil. [lo sToMy npusHaky ux
MOXXHO OTHECTH K Oenkam KaTeropud “moonlighting”, To ecThb
OenkaM, (QYHKIMM KOTOPBIX MOTYT MEHSTHCS B 3aBUCHMOCTH
OT WX JIOKaJIN3alUH, MECTa 3KCIIPECCHH, NePHOaa OHTOT€HETH-
YECKOT0 PasBUTHS M (HU3HNOIOTMYECKOTO COCTOSIHUSI OpraHu3Ma
[22].

Paspymienne rena, komupytomero ¢udpomonymun (OM),
MpoTeorIHKaH Kiacca I, y Mplmeid mpuBOAUT K OCCHPHUKALIUI
CYXOXHWIMHA U pa3BUTHIO ocTeoapTpuTa [2]. CpenHuil nuamerp
BOJIOKOH KOJUIAT€HA B CYXOXWJIMSX 3HAYUTENHHO CHIDKEH, Ha
JMEKTPOHHBIX MHUKpOdoTOrpadusx BUIHBI HEPETYISPHO YIIO-
’KEHHBIE BOJIOKHA.

VYV wbimeit ¢ paspymennsiM resom JIKOM, kotopsiii siB-
JISIeTCSI OCHOBHBIM KOMITOHEHTOM POTOBHIIBI, ITOCTHATAIBHO
pa3BuBaeTcst ee mporpeccuBHoe moMmytHeHue. IIpu nedunnte
JIIOM KomnareHoBbIE BOJOKHA TOHBIIE, PBHIXJIO YMAKOBAHEI,
HeperyisipHble. JleeKTHBII KoJulareH B OCHOBHOM PAacIiOiIOKeH
B 33IHEH 9aCTH POTOBHIIBI, T7I€ JIOKATN30BaH 3PEJbIi KOJUIareH,
a skcnpeccus JJFOM y HopMalIbHBIX )KUBOTHBIX HauBBbICILIAs [6].
Y JIIOM-nepuuTHEIX MBIIIEH pa3BHBAIOTCA Ae(PEKTHl KOXKH,
(EHOTHITHYECKH CXOIHBIE C M3MEHEHUSIMHU, XapaKTePHBIMHU IS
cuHIpoma Dnepca-/lannoca.

IIpu nBoiiHom «HOKayTe» reHoB BI'K/JIKH wmu BI'K/OM
Habmoganu Gosee TSHKENbIe HapyIIeHHs, 9eM «HOKayT» OJHOTO
u3 3TUX reHoB. Mbiim ¢ renotunom BI'K/JIKH xapakrepu3zosa-
JIICh OYeHb HHU3KOH BBDKHBAEMOCTBIO. B 3THX JKCIepuMeHTax
clenaHbl BaKHble HaOmroneHus. Tak, ObUIO OOHApYXEHO, 4TO
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Taonuya 2
Kaaccunpuxanus ManeHbKHX NPOTEOITTUKAHOB,
00orameHHbIX JeidnuaoMm [2]

MaseHbKHe IPOTEOrTUKAHEI, Kon4ecTBo 9K30HOB,
oboralleHHbIC JCHIMHOM JIeHIIMH-00raThIX IOBTOPOB,
(MIIBJI) XapaKkTeprcTHKa N-KOHIIEBOTO
Kitace Hassanue MIIBJI IICTEHHOBOTO KIIacTepa
I aCIIOpUH 8 9K30HOB
OurnuKan 10 JIBM
JIEKOPHH CX.CXCX.C
1I ¢ubpomomynuH 3 3K30Ha
JIFOMUKaH 10 JIBM
KepaToKaH CX.CXCX,C
PRELP
ocTeoanreput/
0CTEOMOIYINH
111 anuQuKaH 7 3K30HOB
MHMHKaH/OCTEOTIINKAH 6 JIBM
ONTHLUH/OKYJIOTIIMKAH CX, CXCX.C
Jpyrue XOHZPOArepuH 3 3K30Ha
HHUKTAJIOIINH 11 JIbM
CX CXCX.C nmu CX . CXCX C

IIpU HapyLICHUU OJHOTO I'€Ha JKCIIPECCUS JPYTUX I€HOB TOTO
JKe KJlacca MOBBIMIACTCS U Je(EKT, TAKUM 00pa3oM, YaCTHUIHO
KOMIICHCUPYETCS.

BeposTHO, 4TO KOJIIEKIMs MBIIIEH ¢ HApyIIEHHBIMU TE€HAMHU
MIIBJI MOXeT cTaTh XOPOIICH MOIEIBIO JJIsl H3Y4YCHHS METa00-
nIU3Ma KOCTHOM TKAaHM M MOJEKYIAPHBIX OCHOB OCTEOIOPO3a.
BeposiTHO, 4TO mOMCK TIeHOB-KAaHAUAATOB JUIS OCTEONOpPO3a
MOXXET OBITh aKTUBH3MPOBAH NPHMEHEHHEM OMOKOMITBIOTEPHBIX
MeToJ0B. B uactHOCTH, NOCTpOCHUE reHHBbIX ceTeld [1] s cuc-
TEMbI TOMEOCTa3a KalbIHs, a TAKXKE BHYTPUKIETOYHOTO U BHE-
KJIETOYHOTO ITIPOIIECCHHTa OCNIKOB MAaTpPHUKCa COEAMHHUTEIBHOMN
TKaHU U U3yYCHUE BIUSHHUSA MyTalUi Ha UX QYHKIMOHHPOBAHHE
HPECTABISIOTCS HanboJiee NePCIIeKTHBHBIMI Ha 9TOM ITyTH.
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