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OCTEONMEHWA KAK NPOABJEHUE HACNEACTBEHHBIX HAPYLUEHKN
COEQVHUTENbHON TKAHM
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PE3IOME. [ns cunapoma Mapdana (CM) xapakTepHO HapylLleHHE MeTa0oJIn3Ma KOCTHOM
TKaHU, MPUBOJAIIEE K €¢ OOCTHCHHUIO COJSIMH KaJbIIUsi M Pa3BUTHUIO OCTEONeHUH. Pemonenu-
poBaHue KOCTHOM TKaHW mpu CM accounmmpoBaHO ¢ akTUBanMed curHaibHOro myTu TGF-f.
OCo0eHHOCTH KOCTHOTO METab0IM3Ma U CTENIEHb OCTCONICHUHN Y JTUIT MOJIOJIOTO BO3pacTa ¢ Map-
¢danongHOU BHEemHOCTEIO (MB) panee He oneHnBanucy. MaTepuaabl 1 MeTOAbI. OOCIEI0OBAHO
119 nun Mmy>kckoro moja B Bo3pacte otT 18 no 25 net (cpennuii Bozpact 20,4+1,5 net) u3 ynucna
nanueHtoB ['bY3 «lopojackast Mapuunckas 6osibHuIa» (1. CankT-IleTepOypr) ¢ 1uarHo3om He-
JIOCTaTOYHOCTH MHUTAHUS (CpeIHUN MHAEKC Macchl Tena 16,38+1,1 kr/m?). Becem mpoBeneHo aH-
TponoMeTpruueckoe u (heHoTunudeckoe obOcnenoBanusi, 80 IOHOIIAM MPOBEACHO OMpeaelicHue
Ja00paTOPHBIX MapKepoB KocTeoOpa3zoBanus (uiesnouHas ¢ocdarasa, OCTEOKANBIHH), a TAKKE
OCTEOJIEHCUTOMETPHS MOSICHUYHOT0 oTAeNa mo3BoHouHKKa (L1-L4). Pe3yabraTsl. J{is roHOIIEH
¢ MB 1o cpaBHEHHIO ¢ KOHTPOJIEM XapaKTepHBI 0oJiee HU3KNE 3HAUCHUSI MUHEPATLHON IIOTHO-
ctu kocTHOU TKkaHu (MIIKT): —1,2340,73 vs 0,34+0,80 STD (p=0,00001). BeipakxeHHOE CHUXKe-
Hue MIIKT (menee —1,5 STD) BeisiBisiercs Toabko y iaui ¢ MB (35,3% vs 0%, p=0,01). V 1oHo-
uieit ¢ MB oka3zasics CyIiecTBEHHO BhIIIEC YPOBEHb OCTEOKAIbIIMHA U 1IeJI0OUHOM (pocdarasbl, 4To
CBHUJICTEIIBCTBYET 00 aKTUBAIIUH KOCTEOOpa30BaHMS, a MPEBHIIIICHUE TIOPOTOBBIX 3HAYCHUH ITUX
MoKa3aTese omnpeaenseTcs ToJbko y manueHToB ¢ MB. IlpeBbimenne moporoBeix 3HaA4YCHHM
B-CrossLaps (mapkepa gerpajganuu KojuiareHa) oOHapyskeHo y 84,0% JIUI] OCHOBHOW T'pYyTHIIBI
u 35,7% xoutpoasHo#t (p=0,002). BeisiBIeHHBIE CIBUTH KOCTHOT'O META00OIM3Ma COUYETAIOTCS C
akTuBanueil curnanpHoro nytu TGF-f — mpeBrleHne moporoBeIX 3HaYeHUH 00enx n30¢pak-
U onpenessiioch CylleCTBEHHO yale y aul ¢ MB. BeiBoasl. /114 roHomeld ¢ MB xapakTepHo
BoipakeHHoe cHbkeHue MIIKT. Co cHukeHueM MuHEepaabHON MIOTHOCTH TECHO CBSI3aHbI TAKHE
KOCTHBIC TPU3HAKHU KaK apaXHOMAKTUIIUS, IOJIMXOCTEHOMEIHUS, iehopMaIiuu IpyTHOM KICTKHU U
apkoBuaHOE He00. [l Momonbix My 49uH ¢ MB xapakTepHO HapylieHHE PaBHOBECHS MEXIY
o0pa3oBaHNEM KOCTHOW TKaHU M €€ pa3pyIIeHneM, 9TO CBA3aHO C BBICOKOH akTuBHOCTHIO TGF-f3
CUTHAJBHOTO MYTH.

KJIFOUEBBIE CJIOBA: HaciencTBeHHbIE HApYIIEHUS (AUCTIIA3WU) COCIMHUTEIBHON TKaHMU;
Map(haHOUIHASI BHEITHOCTh; MUHEPATbHAS INIOTHOCTh KOCTHOW TKaHU; KOCTHBIM METa00IU3M

OSTEOPENIA AS A MANIFESTATION OF HEREDITARY DISORDERS OF CONNECTIVE TISSUE
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SUMMARY. Marfan syndrome (MS) is characterized by a violation of bone metabolism, leading
to its depletion of calcium salts and the development of osteopenia. Bone remodeling in MS is
associated with activation of the TGF- signaling pathway. Features of bone metabolism and the
degree of osteopenia in persons of young age with marfanoid habitus (MH) has not previously
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been assessed. Materials and methods. The study included 119 males aged 18 to 25 years (mean
age 20.4+1.5 years) from among those examined in the state medical "Mariinsky city hospital”
(St. Petersburg) with a diagnosis of malnutrition (mean body mass index 16.38+1.1 kg/m?). All of
them underwent anthropometric and phenotypic examinations, 80 young men underwent labo-
ratory tests to determine markers of bone formation (alkaline phosphatase, osteocalcin), as well
as osteodensitometry of the lumbar spine (L1-L4). Results. For men with MH compared to a
control characterized by lower values of bone mineral density (BMD): of 1.23+0,73 vs 0,34+0,80
(p=0.00001). A marked decrease in BMD less than —1.5 STD is detected only in individuals with
MH (35.3% vs 0%, p=0.01). The level of osteocalcin and alkaline phosphatase was significantly
higher in boys with MH, which indicates activation of bone formation, and the excess of the
threshold values of these parameters is determined only in patients with MH. Exceeding the
threshold values of B-CrossLaps (a marker of collagen degradation) was found in 84.0% of the
study group and 35.7% of the control group (p=0.002). Identified the changes of bone metabolism
are associated with activation of signaling pathways of TGF-B — exceeding the threshold values
of both fractions was determined significantly more frequently in patients with MH. Summary.
Men with MH characterized by a pronounced decrease in BMD, associated witharachnodactyly,
dolichostenomely, deformation of the chest and high palate. For young men with MH character-
ized by an imbalance between bone formation and destruction, which is associated with high
activity of TGF- signaling pathway.

KEY WORDS: hereditary connective (dysplasia) tissue disorders; marfanoid habitus; mineral

bone density; bone metabolism

W3yuenue CBs3U HACICACTBEHHBIX Hapylle-
Huit coequauTensHol Tkanu (HHCT) ¢ ocoOen-
HOCTSIMH MeTa00I1M3Ma KOCTHOM TKaHU U CHHKE-
HHAEM KOCTHOW TUIOTHOCTH — aKTyallbHas Mpo-
OiemMa COBpeMEHHOW MemwmuHbl [2, 3].
ConmanbHas 3HAYUMOCTb OCTEOTIOPO3a OTpeIe-
JIIETCS €T0 TOCIEACTBUIMHU, B OCHOBHOM CPEIH
JUIl TIOXKUJIOTO BO3pacTa — TEpPEIOMaMH II0-
3BOHKOB M KOCTEH mepudepuyeckoro ckesera.
Mex 1y TeM, U3BECTHO, YTO B YHCIO (haKTOPOB,
UTPAIONIUX BAXXHYIO POJIb B MATOT€HE3E OCTEO-
1Op03a U CBA3AHHBIX C HUM IEPEIOMOB, BXOIUT
(hopMHpOBaHNE HU3KOTO MHKA KOCTHOM MacChl B
Mojoa0M Bo3pacTe. CEHUJIBHBIA OCTEONOpO3
paccMaTpuBaeTcs Kak Neauarpudeckoe 3adose-
BaHWE, UCTOKU KOTOPOTO JIEKAT B JIETCKOM BO3-
pacrte, NOCKOJIbKY 10 90% reHeTudecku AeTep-
MHWHHUPOBAHHONW KOCTHOM MaccChl HaKariMBaeTcCs
B JIETCKOM W IIyOepTaTHOM Bo3pacte [l, 16].
B cBs3u ¢ 3THM B mTociegaue roasl B Poccun oT-
MeYaeTCs TOBBINICHUE HHTEpeca K MpobiemMe
OCTEOIeHHUH Y JieTel u nmoapocTkos [10]. Oomre-
MPU3HAHHO, YTO JIC(HUIIUT KOCTHONH MacChl acco-
IUUPOBAH C HEAOCTATOYHOCThIO mnuTanus. C
JIPYTOil CTOPOHBI, MOXKHO MPEIonararh, 4to xa-
pakTtep Mera0oiM3Ma KOCTHON TKaHU CBsI3aH C
HHCT, nposiBasiomuMucss BOBJICYEHUEM KOCT-
HOM CHCTEMBEI.

HanGonee m3ydeHHBIMHU SIBISIOTCS ACTEKTHI
MHHEPAIHHOTO 00MEHa y TAMEHTOB C CHHIPO-
moM Mapdana (CM). [IpusnaeTrcs dakt cHu*Ke-
HUSI MUHEPAJIbHOW IUIOTHOCTH KOCTHOW TKaHU

(MIIKT) y Takux 60mpHBIX [19]. Mexmy Tem me-
XaHU3MBI pa3BuUTHA octeonennu npu CM ocrta-
I0TCS HEJOCTAaTOYHO HW3y4YEeHHBIMHU. M3BecTHO,
YTO B OCHOBE OCTEONOPO3a JICKHUT JeHUIUT
KaJbiust. OgHAaKo OBIJIO MOKa3aHO, YTO YPOBEHb
Kanpiust y aun ¢ CM He oTiMvaercss OT KOH-
TpoapHOI Tpynnsl [20]. B To xe Bpemsa ans
6onpHBIX CM xapakTepHbl 0oJiee BBICOKHE 3Ha-
YeHHS MOKa3aTeNel, XapaKTepu3yoLIux pe3opo-
LU0 KOCTHOM TKaHH, B IIEPBYIO Ouepeap —
B-CrossLaps — npoaykra aerpajalnuu KojijarcHa
l-ro tuna. C yCWJIEHHBIM pacmlaioM COEAMHU-
TEJIbHON TKaHM CBA3aHO IIOBBIIIEHHOE BbIBEE-
HHE Kanplus ¢ Modoil. C mpyroit CTOPOHBI, UMeE-
10TCA yKa3aHus Ha noBblmenue npu CM ocrteo-
KaJIbLIMHA U 1IeJIOUHOH (ocdarazsl — Hanbosee
WH(POPMATUBHBIX MapKepoB 00pa3oBaHUs HOBOM
KOCTHOM TKanu [7, 19, 21]. Takum oOpazom, mpu
CM o6napyx)HuBaroTcs 1a00paTOpHbIe TPU3HAKH
AKTUBAIlMM OCTEOCHHTE3a W JIerpajaluu KOCT-
HOM pe30pO1uH.

B kadecTBe MaTOreHETHYECKOTO MeEXaHU3Ma
peMOAETPOBaHHsI KOCTHOM TKaHU CIIelyeT pac-
CMaTpuBaTh aKTUBALUIO CHUTHAJIBHOIO IyTH
Tpanchopmupytomero dhakropa pocta-B (TGF-B)
[18]. C moBeImIeHHEM aKTUBHOCTH 3TOTO IIUTO-
KHMHa CBSI3BIBAIOT CTPYKTYpPHBIC U3MEHEHHS Cep-
JIEIHO-COCYIUCTON CUCTEMBI ¥ TariueHToB ¢ CM,
MEPBUYHBIM TPOJIATICOM MHUTPAJIBHOTO KJamaHa
U TaKuM JHUCIJIACTHYECKUM (EHOTHUIIOM Kak
Mapdanounnas HemHocth (MB) [9, 15, 17].
Takum 00pa3oM, MOKHO TPEAINoarark, YTo JUIs
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nauueHToB ¢ CM u poactBeHHbiM emy HHCT
XapaKTepHa aKTHBAIMs CUHTE3a KOCTHOM TKaHU
Ha pone myranuu reHa TGF-B, perynupytomero
paboty octeobmactoB. B pesynbrare atoro dop-
Mupyerca nedexTHas KOCTHas TKaHb, KOTOpas
OBICTPO JerpaaupyeT u pacmamaercs [13].

Oco0eHHOCTH KOCTHOTO METaboIu3Ma y JIHI]
C Pa3IMYHBIMU JHUCILIACTHYECKUMH (QEHOTHTIA-
MH, B IIEPBYIO OYEpElb, XapaKTEPHU3YIOIIHUMHICS
BOBJICUEHHEM KOCTHON CHUCTEMBI, paHee HE H3y-
yanuck. He mpoBonuiachk Takxke oneHka aedu-
LATA IUIOTHOCTH CKeJleTa y ManueHToB ¢ MB,
pacrpoCTpaHEHHOCTh KOTOPOM Cpeau MpaKTH-
YECKHU 3JIOPOBBIX JIUI[ MOJOJOTO BO3pacra Jo-
cratouyHo Bbicoka (11%). Bce BrImenepednc-
JIEHHOE OOYCIIOBIIMBAET aKTyaJbHOCTHb HACTOS-
el paboThl.

MATEPWAJIbI U METO[IbI

B uccnenosanue BriatoueHo 119 mum mykcko-
ro mona B Bo3pacte oT 18 no 25 ner (cpennuit
Bo3pact 20,4+1,5 net) u3 uncia o0CcIeI0BaHHBIX
B I'BY3 «loponckas MapuuHckas OOJbHHIIA»
(Cankr-IlerepOypr) ¢ AuMarHo3oM HEZOCTATOY-
HOCTh THUTaHUS (CpeIHWA WHIEKC Macchl Tena
16,4+1,1 xr/m?). Bcem o6cimeayeMbIM OBLTH TTPO-
BEICHBI AHTPOMIOMETPHUYECCKOE M (PEHOTHIIUYE-
ckoe oOcnenoBanus. 80 HOHOIIAM TIPOBEICHO Jia-
OopaTopHOe HCCIeoBaHHe C LENbI0 Ompeaese-
HUS MapKepoB KocTeoOpa3zoBaHus (IIesIouHas
(docdarasza, ocTeoKa bIMH), a TAKXKE OCTEOJICH-
CUTOMETpPHSI MOSACHUYHOTO OTJEla MO3BOHOUHHU-
ka (L1-L4). Pesynbrarel onpenenenus MIIKT
MalMeHTOB CPaBHUBAIKCH C pedepeHCHOM 0a3oi
JAHHBIX, KOTOPOW CHAOXKEHO MpOTrpaMMHOE 00e-
credeHue neHcuromerpa. s onenku MIIKT
MaIMeHTOB HUCIOJb30BAJICS Z-KPUTEPUH, TMpei-
CTaBIISFOIITUH COOOW YHCIIO CTAaHAAPTHBIX OTKJIO-
HECHUI BBINIC WM HIDKE CPETHETO IOKA3aTels
JUTSL JIWIL @aHAJIOTMYHOTO BO3pacTa, 1oja, dITHHYe-
CKOM TPUHAIJIEKHOCTH C YYETOM BECOPOCTO-
BBIX IOKasaresieil obOcieqyemoro. [leHcuTome-
TpUsl mpoBojaWiach Ha anmnapare LunarProdigy
(«GeneralElectrics», CIIA) ¢ ycTaHOBICHHBIM
IIPOrPaMMHBIM obecrnieueHNEM ENCORE
2007 version 6.80.002. 39 roHOmAaM ¢ HEIOCTAa-

TOYHOCTBIO TMHUTAHHS, MPOUICIIINM (EHOTHUIIH-
4yeckoe o0clie/oBaHue, ObLT OTPE/IEIIeH YPOBEHb
B CrossLaps (ucciienoBanwe BoimonHeHO B JIabo-
paropraoii ciyxbde «XEJIMKCy, Canxr-lletep-
Oypr).

Huarnoctuxa MB ocyuiecTBissiach COriacHO
COTJIaCOBAaHHBIM KPUTEPHUSIM, BO3PACTHBIM OCO-
OCHHOCTAM M YTOYHEHHOMY alroputmy [3-8,
11]. O MB roBopwiu nipu BBISIBICHUH HE MEHeEe
YeThIPEX KOCTHBIX MTPU3HAKOB, MPU 00sI3aTEIHHOM
HaJUYUH apaXHOJAKTUINU (BBISBICHUE XOTS OBl
OJTHOTO M3 CHMIITOMOB — CHMIITOMBI OOJIBIIIOTO
najblla U 3aMsicThs) U JTOJUXOCTCHOMENIHUH (BbI-
TOJTHEHUE XOTS ObI OJIHOTO WX JIByX KO3(PHUIHU-
entoB) [12, 14]. Craructudeckas o06paboTka
JIAHHBIX BBIMTOJIHEHA TIPH MOMOMIM MPOTPAMMBI
Statistica 8 (StatSoft, Inc.). 3HauUMOCTE pasnu-
YUH MEXITy KaueCTBEHHBIMU MPHU3HAKAMHU OTIpe-
JEeTSAIach TPU TIOMOIIH HEeMapaMeTPHIeCKOTO
Meroma @umrepa (p<0,05).

PE3YNIbTATDI

beimo nmposeneno cpaBuenne MIIKT cpeau
nur ¢ mpusHakaMu MB (17 4enoBek) M KOHT-
poipHOU Tpymmoin (13 toHomeit). Baxno mon-
YEPKHYTh, YTO TPYIIBI HE Pa3IMYaIUCh 110 3HA-
YEHMSIM MHJAEKCa Macchl Tena,— B rpymnne MB
OH cocTraBua 16,9+1,5 Kkr/mM?, B KOHTPOJBHOM
rpynme — 17,4+1,8 kr/m? (tabauma 1).

Kak BumHO ®3 TaOmMubl, y JHL OCHOBHOM
TPYIIBl MO CPABHEHUIO C KOHTPOJBHON HMMeEET
Mecto nocroBepHoe cHmxeHne MIIKT. [Ipu
stoM cHikeHue MIIKT BbIsBISETCS TOJBKO Y
UL OCHOBHOM rpynnsl, menee —1,5 STD BcTpe-
YyaeTcs y TpeTH nanueHToB ¢ MB (pazmuams mo-
CTOBEpHBI), a 3HaunTenbHOe cHWkeHne MIIKT
(menee —2,0 STD) ompeneneno y Tpex IoHOMIEH
¢ MB, uto cocrasusiet 17,6%.

[Ipu mpoBeneHnN KOPPEISIUOHHOTO aHAIN3a
OBUTH BBISIBIICHBI JJOCTOBEPHBIC OTPHIIATEIbHBIC
cBa3u Mexay Takumu KII kak apaxHOJaKTHINS
(r=-0,43), nonuxoctenomenus (r =—0,34) u ap-
koBugHOe HEOO (r = —0,28) W 3HAUCHUAMH
MIIKT, p<0,05.

Jns BbIsSIBIEHHUSI B3aUMOCBsI3U Mexay MB u
OCOOCHHOCTSIMM MeTaboyin3Ma KOCTHOW TKaHH

Tabnuya 1

Iloxazarenu MHHepaHLHOfI IUIOTHOCTH KOCTHOM TKaHH y FOHOIIICH C Map(baHOH,I[HOﬁ BHCIIHOCTBIO

[Toxa3zarenn 0CTEOIEHCUTOMETPHH MB (n=17) Kontpomns (n=13) JlocToBepHOCTD pa3nuanii
Cpennee 3nauenne MIIKT B STD -1,23+0,73 0,34+0,80 0,00001
(Z-xputepmuii)
Cumwxkenune MITKT menee —1,5 STD 6-35,3% 0,01
Camxenue MITIKT menee —2,0 STD 3-17,6% 0,11
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Tabnuya 2

JlaGoparopHble Mapkepbl MeTa00IM3Ma KOCTHOH TKAaHH Y IOHOIIEH ¢ Map(haHOMTHOI BHEITHOCTHIO

17 %*

Iloxa3zarens MB (n=35) Kontpons (n=18) JlocToBepHOCTD pa3nu4uii
OcCTeOoKaIbINH, HI/MII 11,2+7,6 6,7+1,3 0,01
lemnounas pocdarasza, en/n 107,1£52,0 79,0+18,6 0,03
OO0t 6ok, r/i 71,4+4,0 71,9+3,3 0,62
TupeorpomnHslit ropmoH, MME/mit 1,6+0,8 1,6+0,6 0,89
[TaparnpeonaHbIi TOPMOH, HI/MII 40,1+15,8 49,2+13,7 0,04
CBIBOPOTOYHBIH KaJIbIHA, MMOJIb/IT 2,6+0,1 2,6 £0,1 0,28
ChIBOpOTOUHBIH Hochop, MMOITB/T 1,38+0,14 1,35+0,13 0,45
M MB [] Konrposs
29 %**

OK>14 ur/miu

ID>150 en/n

Puc. 1. YacTora BBISIBIICHHS HOBBIIICHHBIX 3HAYCHHI J1aO0OPAaTOPHBIX MapKEPOB OCTEOCHHTE3a Y FOHOLIeH ¢ Map(haHOHTHON

BHewHocTh0. * p=0,06. ** p=0,01

OBUIO MPOBEJCHO HCCIIECOBaHNE Ta0OPATOPHBIX
MapKepOB KOCTE0Opa30BaHUs U 0CTEOPE30pOIIUU
(Tabmn. 2).

Kak BuHO U3 NIpecTaBICHHONW TaOIUIIBI, Y
oHome ¢ MB BBIABISIIOTCA CTaTUCTHUYECKU
JIOCTOBEPHBIC pPa3IN4YHsl B YPOBHE OCHOBHBIX
MapKepoB MeTabonm3Ma KOCTHON TKaHU. Tak,
y TakuX TAIUEeHTOB OKa3alics CyHIECTBEHHO
BBIIIIE YPOBEHb OCTEOKANBIMHA W IIEIOYHON
(dhocdaTassl, 9TO CBUIECTEILCTBYET 00 aKTHUBA-
IHHU KocTeoOpa3oBaHus. B To ke Bpems, 3Ha-
YUMBIX pa3Iuuuii KOHUEHTpaluu Gocdhopa u
KaJIbI[Usl B C(OOPMUPOBAHHBIX IPYIIAaX BBISB-
neHo He Obuio. OnHAKO ypOBEHb MapaTHpPeo-
HWJIHOTO TOPMOHA OKa3aJjcsl IOCTOBEPHO HHXKE
y JIUI[ OCHOBHOW TPYIIIBI, YTO MOXKET CBHJE-
TEJHCTBOBATh O HApYMICHUH (POC(HOpPHO-KAITh-
nueBoro oomena. Crmemyer 0co00 OTMETHUTH,
9TO HH y omgHOro obciexyemoro ¢ MB ypo-
BEHb MMapaTropMOHa HE BBIXOAHWI 3a MpPElelbl
BO3PAacTHOMW HOPMBbI. BaXHBIM TpeacTaBIsIeT-
Cs U TOT (PaKT, UTO MPEBBIIICHHUE TOPOTOBBIX
rmokasaTejell OCTEOKaJbIlMHA M LIEJT0YHOMI
(docdarassl BBISBISCTCS TOJBKO y IOHOLIEH ¢
MB (puc. 1).

st onpeneneHuss aKTUBHOCTH KOCTHOM pe-
30pOnmH OblITa OTpe/eieHa KOHIISHTPAIIHS B ChI-
BopoTke KpoBu B-CrossLaps y toHomieit ¢ MB,

Tabnuya 3

Konnentparnust ceiBoporounoro -CrossLaps
y 1oHOIIIeH ¢ Map(aHOUTHON BHEITHOCTHIO

TToxazarens MB Kontpor, Bilolfsg;b
(n=25) (n=14) procts
pasznuunit
p-CrossLaps, 0,84+0,38 | 0,76+0,45 0,55
HI/MJT
[ToBsimeHne 21-84,0 5-35,7 0,002
B-CrossLaps
Oonee
0,584 ur/mi

KOHTPOJIBHYIO TPYIITY COCTaBUIIM IOHOILH C €U~
HUYHBIMH KOCTHBIMH NpU3HaKaMu (Tadi. 3).

Kak BugHO M3 Tabnuubl, y IOHOLIEH OCHOB-
HOW TPYIIBI YPOBEHb ChIBOpoTOYHOrO B-Cross-
Laps oka3zazcst HEJOCTOBEpHO 0oJiee BBICOKHM,
HEXXeJIH B rpynmne KOHTposst. OHAKO MOBBIIICH-
HbIe 3HaYeHUS (TIpeBbimenne oomee 0,584 Hr/mi)
onpenenstorcst y 84% U1 OCHOBHOW TPYMITBI U
JUIIb Y TPETH 00CIEI0BAHHBIX TPYIITBI KOHTPO-
ns1, p=0,002. Takum oOpaszom, IS IOHOIIECH C
OOJNBIIUM  KOJMYECTBOM 3HAYMMBIX KOCTHBIX
npu3HakoB (MB) xapaktepHa axkTHBanus mpo-
[ECCOB 0CTEOPE30POIHH.

Panee yxe oTme4asoch, 4TO MaTOreHETHYE-
CKOM OCHOBOW PEMOAETNPOBAHMS KOCTHOW TKa-
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40 % *

20 %*

0

TGF-B1 >14,75 ar/mn

TGF-B2 >2,0 ar/mn

B MB @O Kontpoas

15 %**

5%

IloBbImEeHNE
o6enx (opm TGF-B

Puc. 2. CeiBoporounas xonnentpanus TGF-f 1 u 2 y ronomeit ¢ mapdanonguoi BHemHocTs0. * p=0,04. ** p=0,09

HU y nanueHToB ¢ CM paccMmarpuBaeTcs akTHBa-
uusi curHasnpHoro nytd TGF-B. FOnomam ¢ MB
TaK)K€ CBOMCTBEHHA aKTHUBALMS CUTHAJIBHOTO
nyti TGF-f — npeBbliieHne MOporoBbIX 3Haue-
HUH XOTsl OBl OHOM M30(PaKLUU ITOTO ITUTOKH-
Ha onpenenserca y 45% nui OCHOBHOW I'pyMNIIbI
u b y 5% xorTponsHoi (p<0,01) (pucyHoxk 2).

OBCY)XXNEHWE PE3Y/IbTATOB

Takum 06pa3om, MOTyUYCHHBIC JaHHEBIE CBUC-
TEJIbCTBYIOT O 3HAUUTEIbHBIX HAPYIICHUSIX Me-
TaboNMM3Ma KOCTHOW TKaHW y mainueHtoB ¢ MB
y’K€ B MOJIOZOM BoO3pacTe. DTH U3MEHEHUs MpHU-
BOAAT K cymecTBeHHOMY cHuxkeHuto MIIKT y
Ju1 ¢ OONBIIMM YHUCIOM CIIEHU(UIHBIX KOCTHBIX
MPU3HAKOB. DTO TOATBEpXKIAeTCsl U Oonee ya-
CTBIM BBISIBIICHHEM B I'PYIIE MOJIOJIBIX MY)KUHH
¢ MB cayudaeB 3HaunTtenbHoro cHuxenus MIIKT,
YTO HE BCTPEUYAETCS Y JIUL C EIUHUIHBIMU KOCT-
HBIMH TIPU3HAKaMU.

Tot ¢axt, uto rpynmel MB u koHTpons He pas-
JUYAJNCh TIO0 3HAYEHWIO WHJEKCA MacChl Tea,
CBUJIETEJILCTBYET O TOM, YTO OIPENENISIONIUM
(daktopom B cHmwkenun MIIKT sBusercs He
YpOBEHb MUTaHUs, KaK 3TO IPUHSATO CUNUTATh, a Ha-
JUYUe CTIeU()UYHBIX KOCTHBIX MPU3HAKOB. MOX-
HO YTBEp)KIaTh, YTO KOCTHBIC NMPHU3HAKH, N30paH-
HBIE B KauecTBe Hanbosee creuupUIHbIX IS AU-
arHocTHkH MB, accounupoBaHbl CO CHUKEHUEM
MIIKT. D10 cHMIITOMBI apaxHOAAKTHIINH, Aehop-
MaIysi TPYTHOW KJIETKH, apKOBHIHOE HE0O, K0d(h-
(unreHTsl nonuXocTeHOMENuu. B 10 ke Bpewms
HaJlM4he TAaKUX IPU3HAKOB KaK CKOJIMOTHYECKAs
nedopmaius T03BOHOYHUKA, TNIOCKOCTOTIHNE U JIH-
LEeBbIE AU3MOP(QHN HE BHOCHUT, OYEBHUJIIHO, CYIIIE-
CTBEHHOTO BKJIaga B 3HadeHnne MIIKT.

Belnu BBISBIEHBI TakKe CYyIIECTBEHHBIE H3-
MEHEHMsI OMOXMMUYECKUX MOKa3aTesei, xapakx-

TEPU3YIOMINX METa0O0JIN3M KOCTHOHM TKaHU y JIUIT
MOJIOJIOTO BO3pacTa B 3aBUCUMOCTH OT HaIIMYHS
npu3HakoB MB. Takum roHoIIaM CBONCTBEHHBI
MOBBINIIEHNE YPOBHS OCTEOKAJbIIMHA W IIEN0Y-
HOW (ocdarazbl — OCHOBHBIX J1TA0OPATOPHBIX
MapKepoB 00pa3oBaHUsl KOCTHOUM TkaHu. [10BbI-
HICHHE KOCTEOOpa3oBaHMs y TaKWX NAIlMEHTOB
COMPOBOXKJAETCSI yBEIUYCHUEM MOTPEOHOCTEH
KOCTHOM TKaHU B KanbIuH. OOBIYHO 3TO peau-
3yeTcsl yepe3 aKTUBALUIO TapaTUPEOUIHOTO TOp-
MOHA, CIIOCOOCTBYIOLIETO TOBBIILICHUIO KaJlbIHe-
BOH peabcopOIMy B MOYEYHBIX KaHAJBIAX U 00-
Jiee aKTUBHOMY BCAaCBhIBAaHHIO €T0 B KHIIICUYHUKE.
Mexnay Tem, y auil MoJoAoro Bo3pacta ¢ MB
OBIJIO BBISBJICHO HEKOTOPOE CHIKEHWE YPOBHS
MapaTupPeonIHOTO TOPMOHA, YTO, TTO-BUIUMOMY,
1 00yCIIOBIMBACT BhIsIBIIeHHOE CHIDKeHUEe MITKT
y roHo1el ¢ MB. Mexay TeM, pa3induil B KOH-
HEHTpaluu Kalnblus U ¢Gocdopa B CHIBOPOTKE
KpOBU HaMU HE BBISBIICHO.

bbuto Taxke mokazaHo, 4TO aKTHBALMS MPO-
LeccoB KocTeoOpa3zoBanus y nun ¢ MB couera-
€TCS C TIOBBIIICHHEM U OOpaTHBIX MPOLECCOB,—
pe3opOuuu kocTHOM TkaHu. OO 3TOM CBUICTEIb-
CTBYET 3HaYMMOE TOBBIIICHUE Y TaKUX FOHOIICH
B CHIBOPOTKE KPOBHU IIPOAYKTOB JIETPAIAIHH KOJI-
nmareHa — P-CrossLaps. [Ipu mpoBeneHun anHa-
JU3a BCTPEYAEMOCTH KOCTHBIX NMPU3HAKOB Y JIUIL
B 3aBUCHMOCTH OT ypoBHs B-CrossLaps mokaza-
HO, YTO 3HAYMMbI€ IPU3HAKH, TAKHE KaK JIOJINXO0-
CTCHOMEIUS, apaxHONAKTWIHA U JedopManiu
TPYIHON KJIETKH JIOCTOBEPHO Yallle BBISABIIAIOTCS
y JMI] C MOBBIIIEHHBIMH 3HAYEHHUSIMH 3TOTO Ta-
pameTrpa. MB BbIsIBIsieTCA y JIUI C TOBBIIIEH-
HbIM B-CrossLaps B 1Ba ¢ I0JI0BHHOI pa3a yaiie,
HEXEJIW B TPYIIEe C HOPMAIbHBIMU 3HAYCHUSIMU
ATOTO MOKAa3aTeds.

BrisiBneHHbIe CABUTH J1a00PAaTOPHBIX TTOKa3a-
TeJel, XapakTepu3yoIIuX MPoIecchl 00pa3oBa-
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HUS ¥ JIeTpajallid KOCTHOM TKaHU 00YCIIOBJICHBI
aktuBanuen curHanpHOoro Myt TGF-f. Cnenyet
OTMETHTb, YTO MOBBIIICHUE YPOBHS 3TOTO IIUTO-
KHHA SIBJIIETCS BeChbMa CHEU(PUUHBIM /IS Malu-
enTtoB MB (45%), paBHO kak n GonmpHBIX ¢ CM
(100%) [18].
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