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B 0630pe MMPUBCACHLI JIMTECPATYPHBIC U CO6CTB€HHBI€ AAaHHBIC O COBPEMCHHOM COCTOAHUUN U NEPCICKTHUBAX
JOUArHOCTUKHU HaI/I60J'Iee pacnpoCTpaHCHHBIX (l)OpM HAaCJICACTBCHHBIX HapymeHI/n‘/'I COGHHHHTGHLHOﬁ TKAaHU —
npoJjarnca MUTPAJIbHOIO KilallaHa U aHEBPU3MbI AOPTHI. HpI/IBCILCHa KJ'IaCCI/I(l)I/IKaI_[I/IH NOrpaHUYHBbIX JUCIUIACTH-
YECKUX (I)CHOTI/IHOB. HOI[pO6HO PAaCCMOTPCHBI AJITOPUTM JUATHOCTHUKHU Map(l)aHOHI[HOfI BHCIIHOCTH, €€ OCHOBHBIC
KIIMHAYCCKUC IMTPOSABJICHU.

K.]IIO‘[GB])IC CJI0Ba: HACJICACTBCHHBIC HapyHICHUsA COGI[I/IHI/ITGIII:HOﬁ TKaHU, IPOJIAriC MUTPAJIbHOI'O KJIallaHa,
aHCBpU3MaA a0PThI, Map(l)aHOI/I,I[HaH BHCIIHOCTB.
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The review presents the current state and perspective of diagnosis of the most common forms of inherited
disorders of connective tissue — mitral valve prolapse, and aortic aneurysm. The new classification of borderline
dysplastic phenotypes has been presented. Diagnostic algorithm of marfanoid habitus and its main clinical

manifestations were discussed.
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B rpynny HaciaencTBEHHBIX HapyLICHUH cOenu-
nutenbHOU TKaHU (HHCT) BrirouaroT reHepaniuso-
BaHHbIE 3a00yeBaHUsA, 00yCIOBIICHHBIE Ae(EKTOM
TEHOB, KOJUPYIOIIUX OIUH U3 COCTABHBIX AIIEMEHTOB
coequHUTENbHOM TKaHU. B HacTosimee Bpema k HHCT
OTHOCAT OOJIBIIOE KOJMYECTBO 3a00I€BaHUM, KaK TO:
HECOBEPIIIEHHBII OCTEOreHe3, CHHAPOM Jnepca-Jlanio,
cutis laxa (cuHIpOM Bsiol KoXkH), pseudoxanthoma
elasticum (snmacTuveckas MCEeBIOKCAHTOMA), CHH-
apom Mapdana u apyrue GpuOpHIMHONATHH (CHH-
npomsl JIstonca-Zlurna, lnpunruena-lonpndepra,
Belima-Mapue3ann, ceMeiiHON aHEBPU3MBI IPyAHON
aopThI, BPOXKACHHONH KOHTPAKTYPHOH apaxHOHAKTH-
JIMH), TOMOLIMCTEUHYpHS, OYyJUIE3HBIH 3MUICPMOIN3,
Oone3np Menkeca 1 MHoTHE Apyrue [ 1]. OOycnoBieHb!
OHH MYyTaLMsIMH F'€HOB, KOAUPYIOLIUX Pa3IMYHbIE THITBI
KoJareHa, GuOpuIUIMHA, HEKOTOPHIX (EPMEHTOB,
TPAHCHOPTHBIX M PETYIATOPHBIX OeIKoB (Tadiuua 1).
ITpu 6onpmmucTBe HHCT HabmromaeTcst mopakeHue
CepIIeYHO-COCYTUCTON CHUCTEMBI Pa3IM4YHOM CTENIEHU
BBIPAKEHHOCTH, 00YCIIOBIIGHHOE W3MEHEHHEM JKC-
Tpanetonsipaoro mMarpukca (3L[M) B snnokapau-
albHOM CJIO€, B MHTEPCTHLHAIBLHOM IPOCTPAHCTBE
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MEXIy KapAUOMHOLMTaMHM, KJIaaHax cepiua, aopTe
1 JIETOYHOW apTepHH.

Haubonee akryanbHOH B cuily HanOoee BHICOKOM
PacIpoCTpaHEeHHOCTH, TSXKECTH MOCIEICTBUIA U HEOO-
XOIIMMOCTH KapAHOXUPYPru4ecKoro BMEIIaTeIbCTBa
ABJISIETCSl KOPPEKTHAS IMarHOCTUKA CUHAPOMOB, TIPH-
BOJSIIUX K (POPMHUPOBAHHIO aHEBPHU3MBI a0pThI (AA)
U nponanca MuTpansHoro kinanasa (IIMK).

Cpeny reHeTHYECKU AETEPMHUHHUPOBAHHBIX (HOpPM
AA TOIBKO 5% COCTaBIAIOT CHHIPOMHBIE (DOPMBI.
OcobeHHOCTAMHU 3THX 3a00J€BaHUH SABIAIOTCS Xa-
paKTepHas KIMHWYECKas KapTUHa U U3BECTHBIE T'eHe-
tnueckue aedexrsl. Hanbonee pacmpocTpaHeHHBIM
Y M3yYEHHBIM U3 HUX sBIIAeTCS cunapom Mapdana
(CM). Ero nuarHoctuka ocCHOBaHa Ha [ @HTCKUX KpH-
TEPHUSIX, XapaKTEPU3YIOIUXCA KIMHUYECKOH OpHEH-
TUPOBAaHHOCTBIO [2]: BMECTO MHOXECTBA NMPU3HAKOB,
BCTPEYAOLINXCSl IpU cuHApoMe MapdaHna, Bbaeme-
HO 1Ba, o0najaromux HauOonbpLIeH crenupuIHo-
CTbIO — AA ¥ 3KTONHSA (MIOABBIBUX) XpycTanuka. Bee
ocTaJibHble HanOoJiee 3HaYMMble NMPU3HAKKA CBEACHBI
B TaOJIUIly, aHAIN3 KOTOPOH MO3BONAET OLCHUTH BbI-
Pa’KEHHOCTh CHCTEMHOTO BOBJICUEHHS COEAMHUTENBHON
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Tabruya 1

OCHOBHBIE HACJIEACTBEHHBIE HAPYIIIEHHUSA COEIUHUTEJILHOW TKAHA

HHCT | ®opmbl Tun HacaegoBaHus Ien
Cunnpom Mapdana Al FBNI, FBN2
Cunnpom Jlsrouca-Iutia All TGFBRI1/2
Cunppom HInpunnena-Tonnbepra AJl FBNI, SKI
BpoxneHHast KOHTpAaKTypHast apaXHOAAKTIIINS ALl FBN2
Cunnpom Beitsa-Mapkesanu All, AP FBNI, ADAMTSI10
CuHapoM ceMelHOW aHeBPU3MBI TPYIHOH a0pTHI Al TGFBRI/2, ACTAZ, MYHII,

MYLK, SMAD3
IIponanc MUTpabHOIO KilaraHa X, Al FLNI, DCHSI
-V AJl (pexxe AP) COLIAl, COLIA2
VI AP FKBPI10
VII AP CRTAP
HecogepeHHslit VIII AP LEPRE]
OCTCOICHE3 X AP PPIB
X AP SERPINH2
XI AP SP7
XII AP SERPINF1
KJIACCUYECKHI AJl coLyv
THUIEPMOOHITHHBII AP TNX
Cungpom Dnepca — COCYIHCTBIN Al COL3 Al
Hanno KH()OCKOITHOTHIECKUH AP PLODI
apTpoxalasus AJl COLIAI u A2
JiepMaTocrnapaKkcuc AP ADAMTS?2
OnacTudeckas NCeBJOKCaHTOMA AP ABCC6
1A AP FBLN5
1A AP ATP6V0A2
Cutis laxa 1B AP EFEMP2
1IB AP PYCRI
AJl tun Al ELN
ITA AP ALDHI8A1

IIpumeyanue: AJ — ayTocOMHO—JOMHHATHBINA, AP — ayTOCOMHO-peLiecCUBHBIN, X — CLEMJIEHHBIN ¢ X-XpOMOCOMOIl THII Ha-

CJIEAOBaHMA.

TkaHu (Tabmuna 2). OnpeneneHue MyTaluu B TeHe
FBNI He o0s3aTenbHO, HO mpuoOperaeT OoNbLINi
JIMarHOCTHYECKUH BEC, €CIM BCE ke BIONHEHO. [Ipn
OIIpPEICTICHNN Pa3MEePOB BOCXOMSAIIETO OTAENa aopThl
CIIeyeT pacCUMUTHIBaTh Z-KpUTEpHil, TO3BOJIAIOMIUI
yUYECTh BO3PACT M IJIOMIAAb MOBEPXHOCTH Tejla Maru-
enra. Jlns1 ero pacuera cienyeT onpenensiTh O KHBIN
JIaMeTp KOpHs aopThl 10 popmyaam Roman, Deveroux
unu van Kimmenade [3-5], a 3aTeM BBIUHCHATH
Z-KpUTepHii, KOTOPBIA MpeAcTaBiIsieT co00i pasHOCTh
MEXy UCTHHHBIM M JOJDKHBIM JHAMETPaMH KOPHS
AOpTHI, ACIEHHYIO Ha MONPAaBOYHBIH KOA(PPUIIHEHT,
pa3iIMyYHBIA B 3aBUCMMOCTH OT BO3pacTa MalMeHTA.
VY4uTBIBas TPOMO3IKOCTE (POPMYIIBL, 3aTPYAHSIONIYIO
€€ MCIOJb30BaHNE B MOBCEIHEBHOM MPAKTHKE, MBI
MpeaaraeM mojib30BaTbCs OMHUM U3 KaJbKYJISTOPOB,
JIOCTYIHBIX on-line, Hampumep, ¢ caiiTa o0IIecTBa

0onbHEIX ¢ curapoMoM Mapdana (http:/www.marfan.
org/dx/zscore).

Kpurepun nuarnoctuku CM NOMTHOCTBIO U3TI0XKeE-
HBI B TIEPBOM niepecMoTpe Poccuiicknx HamOHaIbHBIX
pexomenparuit mo HHCT [6], a Takke B aBTOpU30-
BaHHOM IepeBoJie mepecMorpa [eHTCKuX KpuTepues
JIMarHOCTHKH cuHApoMa Mapdana [7].

Cpenu 3aboneBanuii, TpeOYOIUX MPOBEICHUS
muddepeHnraIbHOro AMarno3a ¢ cuHapoMom Mapoga-
Ha, 0c000T0 BHUMaHUS 3aCITy>KUBaeT CHHAPOM JIbtonca-
JuTia, XapakTepusyomuiics Tpuaaoi Npu3HAKOB:
TUIEPTEIOPU3M, pacllelyIeHue YBYIIbI/TBEpPIOro HEOa
W/WIH U3BUTOCTH apTepHil C BOCXOASIIEH aHEBPH3-
Moii/pacciioeHreM aopTel. B 0CHOBE cuHApOMa JiekKaT
reTepo3uroTHsele Mytanuu B reHax I'GFBRI unu
TGFBR2, xogupyromux penentopsl 1 uam 2 TUIOB
TpaHcopmupytomero ¢paxropa pocta-p. ITo cpaBHe-
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Tabnuya 2

BAJUIBHASL OIIEHKA CUCTEMHOTI'O BOBJIEYEHUSA COEJIUHUTEJIBHON TKAHH
TP CUHIPOME MAP®AHA

Ipusnaku

Bbanabl

HpI/ISHaK 3aMsICThs U OOJIBIIOTO naJibia

w

[Tpu3Hak 3anscThs WK OOJBLIOTO Nasblia

BoporkooOpa3Hast WM aCHMMETpHYHAs 1eOopManysi TpyAHON KICTKH

KunepugHast nedopmanius rpyHoi KICTKH

Bansrycuas pedopmanys cTomsl

IInmockocronue

CHOHTaHHBIH ITHCBMOTOPAKC

DKTa3us TBEPAOH MO3roBOM 000IOUKU

IIpotpy3ust Ta300eAPEHHOTO CycTaBa

OtHomnrenue Bepx/Hu3 < 0,86 u pasmax pyk/poct > 1,05 6e3 BEIpa)KEHHOT0 CKOJIH032

Cxonno3 nin kugo3

Henonuoe (170°) pasrubanue J0KTs

—t [ [ = NN (DN [ = | DN | DN [ = [ =

HICJIN, TUTIOIUIAa3Us CKYJIOBBIX KOCTCI;‘I, PETpOrHATUA

TpI/I 13 IIATH JIMIEBBIX IIPU3HAKOB! ,HOHI/IXOIIC(i)aHI/IH, 3HO(1)TaJ'IBM, CKOIICHHBIC BHU3 ITIA3HBIC

Muonus

Crpun

ITponanc MUTpaIbHOTO KiIanaHa

HHIO ¢ cHHApoMoM Mapdana cunnpom JIptouca-/luTia
XapakTepusyercsi 0oJiee arpeCCUBHBIM TEUSHHEM; Pac-
CJIOCHHUE a0pThI HAOIIOIaeTCs B 00JIE€ MOJIOIOM BO3pac-
Te u/wim npu MeHbimux (10 40 MM) ee pa3mepax.

HecunnpomHsie, nnu cemeiinsie, GOpMBbI COCTaB-
JISIFOT OOJNTBIIMHCTBO BCEX CITyYaeB FeHETUUECKH IeTep-
MUHHPOBaHHBIX popM AA. [Tpu cemeliHol aHeBpU3Me
TPYOHOTO OoTxeda aopTsl (Tabmuna 1) OTCYTCTBYIOT
XapaKTepHble KJIMHUYECKUE MPOSBICHUS, HO IPOCIIe-
JKUBAETCs YETKUM CEMEVHBIN aHAMHE3 U BBISIBIISIFOTCS
mytauun Brenax ACTA2 (Bcrpeuaercs B 14 % ciaydaes),
TGFBR2 (B 4-9% ciyuaeB). MyTtauuu B APYTHX U3-
BECTHBIX 3auHTepecoBaHHbIX reHax (MYHI11, TGFBRI,
MYLK, SMAD3) Bctpeuatorcs He yaie 1-2 %. JIumsb
oxoio 20 % ciayuyaeB ceMeiHOI aHeBPU3MBI TPYTHOTO
OTJIeN1a a0PTHI IPUXOAUTCSA Ha MyTallud B U3BECTHBIX
TeHax, 4TO JIeaeT Ype3BbIUaiiHO aKTyaIbHBIM UX JIaJb-
Helllliee U3y4yeHue.

Mamenenus OLUM B muokapae npu HHCT taxoke
MOTYT CONPOBOXKJIAThCA HApYIIEHUSIMHU €T0 COKpaTH-
MOCTH U PeJaKCaliy, MPUBOJS K CHIDKEHHUIO (ppakiuun
BeIOpoca (DB) neoro xxenynouka (JIXK) u yxyamenuto
nokaszareseil paHHero JUacTOINYEeCKOTO HAallOTHEHHUSI.
[TomoOHbIC U3MEHEHHS OBLIIM MHOTOKPATHO OMUCAHbBI
Juist cuHapomMa Mapdana [8-9]; uMmeroTcst yka3zaHus
Ha HaJIM4Me CUCTOJUYECKON M AMacCTOIMYECKON AMC-
¢yskumn JDK y manueHToB ¢ KIacCHYECKUM U TH-
nepmoOmibHbIM THIIOM COJI, curapomom Jlbrouca-
HduTna, Ha HapylIeHWe AMACTONMYECKOH (QyHKIHH
IIpU HECOBEPILIEHHOM OCTEOTeHe3e M JIaCTUYECKOM
ncesnokcanToMe [ 10—13]. Hamu ObL10 BBISIBICHO YXY-
[ICHUE DI00ATbHOM COKpaTUTENbHOM criocoonocTr JIK
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y MalMeHTOB C HECUHAPOMHOM aHEeBPU3MOM TPy THOTO
OTJieN1a A0PTHI U KUCTO3HBIM MEIMAaHEKPO30M T10 JaH-
HBIM THCTOJIOTHYECKOTO HCCIIEIOBAaHNS 110 CPAaBHEHUIO
C MalMEeHTaMH C aTepOCKIEPOTHUYECKUM TeHe3oM AA
(®Bcumncon: 58,4 £ 10,9 % nporus 63,7 = 7,4 %,
p = 0,017), 9yTo MOXeT OBITH O0YCIOBICHO M3MCHE-
HueM co ctoponsl DM muoxkapna JIXK [14]. Onnako
3TH JaHHBIE TPEOYIOT MOATBEPKICHHUS B XOHI€ Aalb-
HEUIITNX UCCIIEIOBAHUM TPU BBIMOJTHECHUH MarHUTHO-
PE30HAHCHO TOMOTpa(UH ¢ OLICHKOH BBIPAYKEHHOCTH
¢ubpoza Mmuokapaa.

IMponanc mutpanbuoro kiaanana (IIMK) — na-
CJIEICTBEHHOE HapyIIEHHE COEIMHUTEIbHON TKaHU
C ayTOCOMHO-TOMUHAHTHBIM (DCHS 1) niu cBS3aHHBIM
¢ X-xpomocomoii (FLNA) Tuniom HacnenoBanus. Hapy-
menue ctpoerust LM npu I[IMK npuBoaut k nienomy
CIEKTpPY MAaTOMOP(OIOTHYECKUX H3MEHEHUI MUTPaIThb-
HOTO KJIalaHa, KOTOPbIi BapbUpPYET OT MPOCTOTO OTPHI-
Ba XOPbl, IPHUBOJIAIIETO K IPOJIATICY H30JIMPOBAHHOTO
CEeTrMEHTa 3aJiHell CTBOPKM MUTpPAIBHOTO KIamaHa,
COXPAaHSIIOIIETO B OCTAJbHOM HOpPMalbHYIO (Gopmy
(pubposnacTHHOBASI HEMOCTATOYHOCTE), 10 MpoJIarnca
C BOBJICYCHUEM 00EUX CTBOPOK IPH NU30BITOYHOCTH TKa-
HeH KJanaHa M paclIipeHNH KoJbla (MUKCOMaTO3HBIN
MK, wim 6one3ns bapnoy) [15].

[Iponarnc MUTpaIbHOTO KJlarnaHa OTHOCUTCS K YHC-
ny Hambonee pacnpoctpaneHHsix HHCT. Pacmpo-
ctpanenHocTh [IMK B 00mieit nmomynsiiuu coriacHo
Framingham Heart Study cocrasusier 2,4% u He 3a-
BHCHUT OT 1oJia ¥ Bo3pacTta [ 16]. Becrpewaemocts [IMK
B PO, no nanueiM peructpa C3OMMUILL um. B. A. An-
Ma3oBa, coctanisieT 1,3 % [17]. OCHOBHBIM METOJOM



JUAarHOCTHKH MpoJiarnca MUTPAIbHOTO KJIAalaHa B Ha-
CTOsIIllee BpeMs SIBISAETCS JBYXMEpPHAasl 9XOKapaHOo-
rpadus. [IMK nuarnoctupyercsi npy MakCUMaIbHOM
CHUCTOIMYECKOM CMEIIEHUU CTBOPOK MHUTPAIbHOTO
KJIallaHa 3a JIMHUIO KOJbIla MUTPAJIBHOIO KiamaHa
B IIapacTEePHAIBHON NPOJONBbHON O3UIHH Oollee YeM
Ha 2 MM. B 3aBUCHMMOCTH OT TOJIIMHBI CTBOPKHU pa3-
nnyaroT knaccndeckuit [IMK — npu tonmuse cTBopok
B AMAcCTONly Oosee 5 MM, U4TO OTpakaeT HATMIHE MHK-
COMAaTO3HOMH JIereHepaIiii CTBOPOK, U HEKJIACCUUYECKUI
I[IMK — npu COOTBETCTBYIOLIEH TOIIUHE MEHEE 5 MM.
OTH U3MEpEeHHUs YPE3BBIUYANHO BaXKHBI, IOCKOJIBKY
cTparu¢ukanus pucka nanueHToB ¢ [IMK ocnoBana
MMEHHO Ha TOJIIIMHE CTBOPOK MUTPAJILHOTO KJIalaHa.

BnusHue MUKCOMAaTO3HBIX U3MEHEHMH COEAMHHU-
TeJIbHOW TKaHM Ha (yHKOui0 Muokapaa JIK Owlio
MIPOJEMOHCTPUPOBAHO y MALMEHTOB (CPEIHUH BO3-
pact 53,8 + 12,9 5eT), KOTOPBIM IO MTOBOAY TAKETOH
MH Bcaencrsue IIMK Oblia BBEIIIOJHEHA IIACTHKA
WIM MPOTE3upOBaHnEe MUTpajbHOro kiamana (MK).
[To pesynpraramM maToMop(}oIIOTHYECKOTO HCCIEN0-
BAaHHUSA PE3ELIUPOBAHHBIX CETMEHTOB, BBIPAXKEHHBIN
Mukcomato3 cTBopok MK (6onesns bapioy) 6bu1 BbI-
sBiieH y 60 manuenTtoB (25,8 %), pubposnacTuHOBas
HepoctatouyHocTs (DOH) —y 173 nauuenTos (74,2 %).
VY nmanueHToB ¢ MUKCOMAaTro30M CTBOPOK UMENI0 MECTO
CYIIECTBEHHOE CHM)KEHHE ITPOIOIBHOM CUCTOMNYECKOM
nedopmarmu (—13,5 = 2,2% nporus —16,6 + 2,3 %;
p = 0,008) u1 ckopocTu paHHEH AMACTOIMUYECKOU Je-
¢dopmanuu (1,14 £ 0,20 ¢! nporus 1,34 + 0,18 ¢';
p = 0,04) no cpaBHenuro ¢ nanuentamu ¢ G®OH [18].
Takum 00pa3om, MaMEHTHI ¢ BEIPAXKEHHBIM MUKCOMa-
TO30M cTBOpoK MK MMEIOT XyalIyIO0 CHCTOIMUYECKYIO
u puactonnyeckyto ¢yHkuuro JDK, uto MoxkeT ObITh
00YCIIOBIICHO MOPaXCHUEM HMHTPAMHOKapIUaIbHOTO
OLM.

VY Mononsix naunMeHToB (cpequuii Bo3pact 19,7 £
1,6 nmer) ¢ kiaccuyeckuM MUKcoMmaro3HbiM [IMK
0 IaHHBIM 3XOKapauorpadu TakKe ObIUTO BBISBICHO
CHIDKEHHE T00aJIbHOM MPOAOIBHONW CHCTOMUYECKON
nedopMalyu 1o CpaBHEHHUIO C TALUEHTAMH C HEKJIACCH-
YECKUM HEMHKCOMATO3HBIM mpojarcoM (—15,5 +2,9 %
npotuB —18,7 £3,8%; p=0,0002) [19]. Y nocinennux
YXYALLEHUE MPOAOTIBHOM CUCTOINYECKON AeopMariu
HaOJII0aanoCk JIMIIb B ceNTalbHbIX cermenTax JOK, uro
MOATBEPKACHO IPH OLIEHKE PernoHapHOi aedopmarin
MHUOKap/a y MalueHTOB ¢ TSHKEeTI0oH MUTPaTIbHON HENo-
CTAaTOYHOCTHIO MO JAAHHBIM MAarHUTHO-PE30HAHCHOM
tomorpaduu [20].

[MomoOubie n3menenus: cokparumoctu JOK, ompe-
JICJIEHHbIE KaK KapAUOMHUOINATHUS MPH IPOJIANiCe MHU-
TpanbHoro kinamasa [19, 21], MoryT ObIT BTOpUYHBIMH
Ha (QoOHe HapylIeHUs COCOUHUTENHHOW TKaHH, MO-
CKOJIbKY U3BECTHO, YTO CTPOEHHE U (PYHKLIUSI MUOKapAa

B OOJIBIION CTETIEHH 3aBHUCST OT UHTPAMHOKapAUAILHOTO
OLM, KOTOpBIii PEACTaBISAET COOOH SIMHBIN KOHTHHY-
YM C COETUHUTEIBHON TKaHbio cTBOpOK MK [22].

CyuiecTBeHHbIE U3MEHEHUS TIPOU3OLLIA U B TO-
HUMAaHHU MOJIEKYJISIPHBIX MEXaHH3MOB (POPMHUPOBaHHUS
u nporpeccupoBanus [IMK. OcHoBHOe perynupyroiiee
BIMsiHUE Ha cTpoeHre DM cTBOpOK MUTPAILHOTO KIla-
MaHa OKa3bIBaeT TPaHCPOPMUPYIOLIHHA GaKkTop pocTa
6era (TGF-f), KOTOPBIiA, ABIAACH IPOPHOPOTHIECKUM
LUTOKMHOM, MPUBOAMUT K MOBBIIICHUIO SKCIPECCHH
cocrasnsitounx DM (dhubpumnnsapHoro kojnaresa,
(MOpOHEKTHHA M MPOTEOTIIMKAHOB) KapAHaIbHBIMU
¢ubpobnacTaMu ¥ MX Jerpajaluy 4epe3 peryiupo-
BaHUE DKCIPECCHH MAaTPUYHBIX METAJUIONPOTEHHA3.
V nanmenToB ¢ Mukcomarto3HeiM [IMK, nonseprimmxcs
wiactuke MK, Obina mokazana runeprpoaykius 1M
nox BiusHueM dk3orenHoro TGF-B, onocpenosannas
Smad2/3 u p38 MAPK (koMIOHEHTHI KJIaCCHYeCKOTO
u ansrepHaTuBHOrO TGF-f} curnanpHbix myTeit). Takxke
MOKa3aHo, 4To yBennueHune oobema DM B cTBOpKax
MK monoXHuTeNbHO KOPPETUPYET C MOBBIIIEHUEM
skcnpeccun TGF-B, a yposenr TGF-B xoppenupy-
€T ¢ TOJNUIMHOW CTBOPKH, YTO MOATBEPKAACT POJIb
TGF-B B nporpeccupoBaHnu MuKcoMarosa [23, 24].
[lo HamMM IaHHBIM, HE TOJBKO TKAHEBBIE, HO U CHI-
BopoTtouHbie ypoBHH TGF-f moBbIIeHs! y MalMeHToB
¢ IIMK (TGF-B,: 15,2 + 12,3 nporus 9,3 + 7,7 ur/m,
p = 0,004; TGF-B,: 3,0 = 1,9 mporus 2,5 + 1,2 Hr/m,
p = 0,04) mo cpaBHEHHUIO C KOHTPOJIBHON I'PYIIOMN.
[NToBpimenne koHueHTpauun odenx msodopm TGF-B
B CBIBOPOTKE KpoBH y nanueHToB ¢ [IMK B3anmocss-
3aHo ¢ moponorueit MK: noseimenne TGF-B1 kop-
penupyeT ¢ TommuuHoH 3anHei ctBopku MK (r = 0,43;
p = 0,01), a xornuentpanus TGF-B2 — ¢ myOunoit
nponabuposanus ctBopok MK (r = 0,32; p = 0,05).
Taxxe HaOmOmaeTcsl CUIbHAS KOPPETIALUSI MEXAY
KOHLIEHTpauuen TGF—B2 Y 100aibHOW MPOAOIBHON
JIMACTOJIMIECKON CKOpOCThio aedopmaruu (r = 0,76;
p = 0,0001) [25]. ¥ npoonepupoBaHHBIX NalUEHTOB
¢ [IMK criBopoTOUHasi KOHLEHTpausi 00enx H30-
dhopm TGF-B Takke okazanach B3aMMOCBSI3aHHOM
¢ mopodonorueir MK mocne onepanuu: MOBBILICHHE
xoHuenTpauuu TGF-B, n0ocToBepHO KOpPPEIMpoBajio
¢ TonmuHou 3aHel ctBopku MK (r=0,67; p=0,016),
a xonuentpauus TGF-, ¢ pesuayanbHpiM nporunoom
ctBopok MK (r=0,68; p=0,007). OTu gaHHbIE YKa3bI-
BaloT Ha cymectBenHoe Biausiaue TGF-P Ha mporpec-
CHpPOBaHNE MUKCOMATO3HBIX M3MEHEHUH MUTPAJILHOTO
KJIaraHa ¥ CHIDKEHHE COKPaTHTENLHON CIIOCOOHOCTH
JIK y Bcex rpymnn nauuenTos ¢ IIMK [26].

B skcnepumeHTanpHBIX padoTax ObUIO MOKAa3aHo,
4yT0 UHrHOUTOPHI AI1D 1 GOKaTOpbI peLenTOPOB aHTU-
orensuna Il (MATI®D/BPA) MOTYT CHIXKATh SKCIIPECCHIO
TGF— u npenstcTBOBaTh €ro OCHOBHBIM 3 peKTaMm
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[27,28]. Taxxe B padote Geirsson A. et al. (2012) Obu10
MPOIEMOHCTUPOBAHO MHTHOMpPOBaHUE OJIOKAaTOpaMu
PAII mpoagyxuuu DM, unayuupoBannoit TGF-f3,
B KYJIbTyp€ MHTEPCTULUAIBHBIX KIJIETOK, OTYYEHHBIX
y narueHToB ¢ MukcomaTo3HeiM [IMK, nonseprmmxcs
riactuke MK [23]. B perpocniekTHBHOM HCCIeA0BaHUT
HaMH OBUIO IIOKA3aHO, YTO Y MALMEHTOB, TPUHUMAIOIINX
UATID/BPA, cTBOpKY MUTPAIEHOTO KIIAIIaHA OKa3aInCh
CYILIECTBEHHO TOHbIIIE (TIepeHsIst cTBopKa: 3,5 + 1,4 Mm
npotuB 4,2 £ 1,1 mm; p = 0,002; 3aaHs19 CTBOpKA:
3,7 £ 0,82 mm mpotus 5,0 £ 1,3 mm; p < 0,0001), uto
CBUJIETENILCTBYET O MEHBIIIEH CTENIEHH MUKCOMAaTO3HOM
nerenepanun. Cxoxue JaHHbIE ObUTH TOJTyYEeHBI U IPH
aHanu3ze NaroMop(oIOTHYECKUX AAHHBIX CTPOCHUs
ctBopok MK, ynaneHHBIX B XOA€ XUPYPrHUECKOTO
BMEILATEeNbCTBA: MEXKAY IPyIIIaMu OblIa JOCTOBEPHAs
pasHUIlAa MO0 4aCTOT€ MUKCOMATO3HOTO YTOJIIEHUS
ctBopok MK. B rpynne tepanuu MAIID/BPA mpu-
3HAaK{ MHKCOMAaT03a CTBOPOK BCTPEYAIMCH JOCTOBEPHO
pexe, ueM B rpymre 6e3 Tepanuu (x> = 8,62, p = 0,003;
TouHbll KpuTepuir Gumepa p = 0,007). [Ipu sToMm,
xonuenTpanus TGF-B, B cbIBOpOTKE KpOBH y Hauu-
enroB, npuHuMatomnx UAIID/bPA, Obuta B Tpu pasa
MEHBIIIE, YeM Y AleHToB Oe3 Tepanuu (2,2 + 1,5 Hr/mi
35 mporu 7,6 = 0,5 ar/mur; p < 0,00001). dns TGF-
B, Habmonanack Takas e 3aKOHOMEPHOCTb, HECMOTPS
Ha OonbInmii pazopoc mokaszareneii (16,1 + 32,9 ur/ma
npotu 55,9 £ 70,7 ur/mu; p < 0,00001) [29]. Tpen-
CTaBJICHHBIEC PE3YJbTaThl MO3BOJIAIOT MPEIOIarars,
yto Tepanus MAII®/BPA oka3biBaeT CylieCTBEHHOE
BiausHue Ha KoHuenTpauuo TGF-B, u TGF-B, B cbi-
BOPOTKE KPOBH, BO3JACHCTBYIOIINX Ha MOP(OIOTHIO
MK y nanmenToB ¢ [IMK u cornacyrorcs ¢ JaHHBIMU,
NOTYyYEHHBIMU y TAlMEeHTOB ¢ CHHAPOMOM Mapdana,

y KOTOpbIX Takxke koHueHtpauus TGF-B, Obuia Hibke
y MaIMEeHTOB, MOIYYarOIUX JIO3aPTaH, YeM Y IallUEHTOB
0e3 teparu [30]. [lanpHeiiiee BRITOIHEHUE TPOCIICK-
TUBHBIX PaHIOMU3UPOBAHHBIX UCCIICIOBAHHUI TTO3BOJIUT
onpenenuts Mecto MATID/BPA B MenmukaMeHTO3HOMN
TEpaIuy [poJIarca MUTPAIbHOTO KIIAIlaHa.

IToMrMO HacIeICTBEHHBIX CHHAPOMOB BBLACISAIOT
pan mucniaacTudeckux gpenorunos (D), oovenu-
HEHHBIX Ha OCHOBE OOIIHOCTH BHEUIHWX W/WJIM BHUC-
LEepaNbHBIX MPU3HAKOB U XapaKTEePU3YIOIIUXCs Oojee
JI0OpPOKaYeCTBEHHBIM TeUeHUEM [6]:

1. MASS-nionoOHbIi Genorum;

2. mapdanounHas BHemHOCTE (MB);

3. anepcononoOHBIN peHoTur;

4. noGpokadecTBEHHAsl TUIIEPMOOMIBHOCTD CY-
CTaBOB;

5. HeKknaccupUUUPyeMblid (EHOTHII.

MASS-nooobnviii penomun (cuHOHUM: Mapda-
HOTIONOOHBIM (PEHOTHIT) XapaKTepu3yeT HalMeHTOB,
KOTOpbIE UMEIOT MOTPAaHUYHOE pacCIIMpEHUE KOPHS
aoptel (Z oxono 1,9-2,0) B couyeTaHUu ¢ MUOTHEH
W/WITK TPOJIAIICOM MUTPAJIBHOTO KJIallaHa U HaJudHeM
MPU3HAKOB CUCTEMHOT'O BOBJICUEHHSI COSIMHUTEIbHON
TKaHu MeHee 5 O6amioB (mpu MASS-deHorune —
5 baiioB u Oosiee).

Mapgparnouonas sneutnocmo

O MB cnenyer roBopuTh IPH HAJTMYNH IPU3HAKOB
BOBJICUECHUSI KOCTHOU cucTeMsl [31] U oTcyTCTBUM
KIMHUYECKU 3HAYMMBIX MPU3HAKOB BOBICUEHHS Op-
raHa 3peHHs, CEpACYHO-COCYAUCTON U IBIXaTeIbHOU
cucteM. KocTHast cuctemMa cyuTaeTcsi BOBJICYEHHOHH,
€CJIM BBISIBJICHBI 4 MaJIbIX KOCTHBIX MpPU3HAKa Y JIMIL
C aCTEHMYECKHM THIIOM TeJIocIoKeHus (Tabnuma 3).

Tabnuya 3

MPU3HAKA MAPO®AHOWTHOM BHEITHOCTH

Ne Hpusnak
OnuH u3 K03 PUITHCHTOB JOIMX0CTCHOMEIHH:
| * YMEHBIIICHNE OTHOIIICHNU BEPXHETO cerMeHTa kK HikHemy — (B: H < 0,89);
* YBEJIMYCHUE OTHOIIEHHS pa3Max pyk kK pocty — (PP: P > 1,03) npu ycnoBun HETSKEIOH CTENCHH
CKOJHO03a
OnvH U3 NPU3HAKOB aPaxXHONAKTHIINN:
2 * CHMIITOM 3aIlSICThS;
* CHMIOTOM OOJIBINOTO Majblia
3 Hedopmarus rpyqHOi KIIETKH T1000# cTeneHn (KWIeBHAHAS M BOPOHKOOOpas3Has aedopmanus
TPYAHOM KIICTKH WIH €€ aCHMMETPHS)
4 Bansrycnas pedopmanys cToms
5 IInockocronue
6 IIpoTpy3ust Ta300eAPSHHOTO CyCcTaBa 000 CTEICHN
7 CKOJIMO03 WJIH TOPAKOTIOMOATBHBIN K03
3 Jlnuebie qu3mMopduu (He MEHEe IBYX W3 IIATH: TOTUXOIe(anus, SHO(PTAIbM, TUIIOIIIA3HS CKYTOBBIX
KOCTEH, aHTUMOHTOJIOWIHBIN pa3pes a3, PeTPOrHATHS)

IIpumeuanue: B: H — cooTHomenne BepxHeil 1 HUKHEH MOJIOBUHBI TyJIoBHILA, PP: P — cooTHoeHue pa3maxa pyk K pocry.
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B nuarsocruke MB, kak u IIpu pacro3HaBaHWUU
HHBIX TUCIIACTUYECKHUX (PEHOTUIIOB, UCIIONB3YIOTCS
Oonee MATKUE KPUTEPHH U3MEHEHUS KOCTHOM CUCTEMBI,
4YeM Te, KOTOpBIE BKIIOYEHBI B [ eHTCKHE KpUTEpUH LIS
OIICHKM CHUCTEMHOI'O BOBJIEUEHHSI COEAMHUTEIBHOMN
TKaHHU IpU JUarHOCTHKe cuHApoMa Mapdana — uc-
MOJIB3YIOTCS MOTPaHUYHBIE 3HAYCHUS KO3PPUIUEHTOB
nonuxoctenomenuu (PP: P > 1,03 u B: H < 0,89),
TOJIBKO J1Ba (@ HEe TPH) U3 ISITH JIULEBBIX JU3MOPhUi,
HeOonpmme neopManuy TPYAHON KIETKH, JIETKOe
IJTIOCKOCTOINE U CKoKo3 [32].

BwMmecre ¢ Tem, gaxe Takue Jierkue npuzHaku MB
MMEIOT KIIMHUYECKOE M MPOTHOCTUYECKOE 3HAUEHUE
U MOTYT PacCMaTpUBAThCS KaK NPeAUKTOPHI GuOpHII-
JALUHN NpeCcepAuil U CKIEpOJEreHepaTUBHBIX I10-
PaKEHHMI aOPTHl Y JIMI CTAPIIUX BO3PACTHBIX TPy
[33, 42].

Dnepconodobmwill heromun BKIIOYACT MTUPOKUH
JMana3oH COCTOSIHUHM OT «HEMOJHOTO» CHUHIpOMa
Onepca — JlaHn0 10 BecbMa JIETKUX U KIMHUYECKH
MeHee 3HAYMMBIX COCTOSHHM, TUarHOCTUPYEMBIX IIPH
HaJIMYMHU IPU3HAKOB BOBJIEUEHUS KOXKH, MBI, CyCTa-
BOB, a TaKke cocyloB. [T1aBHOE ycioBHE OTHECEHUS
MalMeHTa K 3JIepcoroo0HOMY (PEHOTUITY — HaTHYHe
HE MEHee JBYX MaJibIX NPU3HAKOB BOBJICUEHHS KOXKH
[34].

Hobpokauecmeennas cunepmooUIbHOCMb CyCma-
606 NUATHOCTHPYETCS JIHIIb HA OCHOBE IPU3HAKOB
MOBBIILIEHHON MOOMJIBHOCTH CYCTaBOB U MOKET BKJIIO-
4aTh B ce0s KaK CIy4au MOBBILICHHOW MOOMIIBHOCTH,
JOCTUTHYTOH PEryaspHBIMU (PU3HYECKUMH TPEHUPOB-
KaMH, TaK M TUIEPMOOMIBHOCTD CYCTaBOB, B OCHOBE
KOTOPOH JIexaTr MyTalluy TeHa TeHAaCIHHa-X U IPyTuX
T€HOB, OTBETCTBEHHBIX 3a (POPMHUPOBAHHE CTPYKTYPHI
1 QyHKIHMK UHBIX OenkoB DL[M.

Hexnaccupuyupyemwiii penomun

K nexnaccugpuyupyemomy ¢penomuny cnemyer ot-
HOCHUTD «HecTenu(uiecknue HapyuIeH!s COSANHUTEb-
HoOW TkaHW». COIMacHO MepecMOTPEHHBIM [ eHTCKUM
KPUTEPHSM, K 3TOH KaTeTOPUU OTHOCSTCS CIIy4au BbI-
siBJIeHUs1 5 U OoJiee 0AJUIOB CUCTEMHOI'O BOBJICUEHHS
COCIUHUTENBHON TKaHHW y Jul Mojoxe 20 mner 6e3
pacimupenus aopTsl 1 npusHakoB [IMK [2].

Haubonee pacnpoctpanenusim P sBrasercs
MB — 15%. [pyrue JI® BBIABISIOTCS CYIIECTBEH-
HO pexe: 3repcononoOHbIN Genotun — Beero B 2%
ciyyaeB, 10OpOKaueCTBEHHAss THIEPMOOUIBLHOCTD
CyCTaBOB U Heknaccuuuupyemolii penorun —mo 1%
ciyuyaes [35].

HHTepecHbIM U BaXHBIM B IOHMMaHuu ponu MB
SIBJISIETCSl yCTAHOBJICHHBIH HAMH (PAaKT CYIIeCTBOBAHHS
B3aUMOCBSI3U MEXKy CKeJIETHBIMH HAPYIICHUSIMH U U3~
MEHEHHUSAMH CTPYKTYpHl U pyHKIuM cepana. Takue
HW3MEHEHUS OKa3bIBAIOTCA TeM OoJiee BHIPaKCHHBIMH,

4yeM OOJNbLIe YHCIIO0 U CTENEHb BHIPAKEHHOCTHU CKelle-
tonaruii [36]. Yaanoch BBISIBUTH B3aUMOCBA3b MEXKIY
HEKOTOpPBIMU MajibiMu aHoMaiusiMu cepaua (MAC)
U UX KOJIMYECTBOM, C OJHON CTOPOHBI, U KOIMYECTBOM
1 CTETIEHBIO BBIPA)KEHHOCTH CKEJIETONIATHMH, C JPYTOM.
CrieraabHOE HCCIIEIOBAHUE, TOCBAIIIEHHOE N3YYEHUIO
aCUMMETPHUH TPEXCTBOPYATOrO A0PTAIILHOTO KilaraHa
(ATAK), mo3Bosmiio pa3paboTarh YeTKHE KOJTUIESCTBEH-
Hble OXoKI -kpuTepun TMarHoCTHKU 3TOW aHOMaJIUU
1 J10Ka3aTh €€ B3aUMOCBS3b CO CKEJIETHBIMM IPU3HA-
KaMH, conyTcTByromumMu MB [37].

HecMoTps Ha 3HaUUTENBHYIO PacHpOCTpPaHEH-
HOCTh MB cpean nmpakTH4ecKy 3A0POBBIX JIUL] MOJIO-
JIOTO BO3pacTa, BOMPOCH! KIMHUYECKON 3HAUNMOCTH
atoro JI®d ocraroTcs HEIOCTATOYHO M3YyYEHHBIMU.
Hamu uccinepoBaHus nokasaau, 4TO MPaKTUUYECKU
3J0pOBBIE JIMIA MOJIOZOTO Bo3pacTta ¢ MB xapak-
Tepu3yloTcs Oojiee BHICOKMM YPOBHEM aKTHBHOCTH
CHUMIIaTO-aiPEHAIOBON CHUCTEMBI 110 CPaBHEHUIO
C KOHTpoOJIEM. DTO NMOATBEPKAAETCA pe3yiabTaTaMu
aHanu3a BapuabenpHOocTH puTMa cepaua (BPC)
[0 TaHHBIM CYTOYHOTO MOHHTOpupoBaHus DKI'
u AJl (CMAJ) [38]. Tak, ananu3 noka3zareneit BPC
y 1oHo1e ¢ MB 1 KOHTPOJIBHOM IPYIIIbI BBISIBUIL CY-
LIECTBEHHOE YMEHBIIEHHE BPEMEHHBIX TIOKa3aTeleH,
XapaKTepU3YIOUINX BBIPAKEHHOCTh CHHYCOBOM apUT-
muH y mui ¢ MB. Haubonee BripaskeHHBIM CHIDKEHHE
9THUX MOKa3aTesei oka3anuch B JHEBHBIC Yachl. Takue
n3MeHeHus nokxasareneit BPC npunsATO TpakTOBaTh
KaK IPHU3HAK MOBBIIIEHUS CUMIIATHYECKOIO TOHYCA.

Brnepsrie ncnonap30BaHHAas HaMU ISl U3YYEHUS
BereTaTuBHOM peryisinuu B npouecce CMAJI Oarapes
TecToB VIBHHra Mo3BOJWIA BBIABUTH y MPAKTUYECKU
3JIOPOBBIX JIMI] MOJIOAOrO Bo3pacta ¢ MB BrIcOKyrO
4acTOTY HapylIeHUH BETeTaTUBHOTO OOECIEeUCHHS,
MIPEUMYIIIECTBEHHO 32 CYET CHMIIATHYECKOrO OT/ela
BHC. Tak, naronorudeckuil pe3yabrar aKTUBHOH
oproctarnueckoil mpoOsl (AOII), BeIpaxkatomuiics
B yMeHbIeHuH ko3 dunmenta 30:15 (K 30:15), cau-
KEHUH WK n30bITouHOM noBbimieHny CA/Jl u mosiBre-
Huu HIIP B opTononoxennu, BcTpedaiuch y MOJIOBUHBI
oOcnenoBaHHbIX ¢ MB 1 B e IMHUYHBIX CITy4asiX Y JIHIL
KOHTPOJBbHOU Tpyrisl [39]. ¥ nun ¢ MB Obuio BBISIB-
JIHO CHM)KEHHE a’pOOHBIX cIOcOOHOCTEH oprann3ma
[0 CPAaBHEHMIO C KOHTPOJIEM M BBICOKAas 4acToTa Ha-
pPYLIEHUH MPOLIECCOB PEMONIAPU3ALNN U CEPIASUHBIX
aputMuil o pesynsraraM CMA/J] u Harpy3ouHbIX
npo6. Tak, Mo JaHHBIM TPEAMUI-TECTA Yy JIHL MOJIO-
Joro Bo3zpacta ¢ MB npu cpaBHEHMH ¢ IPaKTUYECKU
3I0pPOBBIMHU IOHOIIAMH BBISBIIEHA TEHACHLUS K CHHU-
sxkeHuto TOH, a Taxxe 3aMeNsIeHHOE BOCCTAHOBIICHUE
4acTOThI Mysbca U AJl B BOCCTaHOBUTEILHOM IIEPUOE,
YTO CBHUJIETEIBCTBYET O CHMI)KEHUH aJalTallMOHHBIX
Bo3MoxkHOCTeH y i ¢ MB [40]. ITo pe3ynbraTam xom-
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TEPOBCKOTO MOHUTOPUPOBAHUS U TPEIMUI-TECTA Y JIUIT
¢ [IMK 1 MB 3HauuTensHo yate, 4eM y IpakTH4eCKH
3I0POBBIX JIUL, PETUCTPUPYIOTCS IKCTPACHUCTONINYE-
CKHE apUTMUMU.

BrisiBeHHbIE HAMU TPU3HAKY MTOBBIIICHHON CUM-
MaTUYECKOW aKTUBHOCTH W HEpalMOHAJIbHOU ajam-
TallUd CePACUYHO-COCYIUCTON CHCTEMBI MPAKTUUYECKU
3I0POBBIX JIUI MOJIOOTO Bo3pacta ¢ MB kaxxyTcst Ham
HECIy4YalHBIMU M XOPOILIO COOTHOCSITCSI C IaHHBIMH,
MOJYYSHHBIMU TPU 00CIICAOBAHUY JIUI] CTAPIIUX BO3-
pacTHbIX Tpynn ¢ MB. D1y uccienoBanust Aand Ham
OCHOBaHue paccMarpuBarb MB B kauecTBe npenukropa
pa3BUTHUS MAPOKCU3MATILHONH (HOPMBI GUOPHILISAIIH
MpeAcepAril U CKIEPOAETCHEPATUBHBIX MOPAKEHUIN
aopTaiapHOTO KianaHa [33, 41].

IIpuBeneHHble HAMU JaHHBIE HATJSAIHO JTEMOH-
CTPUPYIOT aHATOMHYECKHE U (PYHKIIMOHAIbHBIC
0COOCHHOCTH CEPJICYHO-COCYIUCTON CHUCTEMBI, BBI-
sBisiemble y 1yl ¢ MB. Bmecre ¢ Tem u cama kocTHast
TKaHb Yy JIUI] MOJOJ0TO Bo3pacta ¢ MB He sBnsercs
¢dbyHKIHOHANBHO 3penoi. [lpu ananuze pabort, mo-
CBSILIEHHBIX OCTEOIMOPO3Yy y NeTel U MOAPOCTKOB,
oOparraer Ha ceOsi BHUMAHHE BBISABIIIEMass MHOTUMHU
aBTOpPaMU B3aUMOCBS3b HU3KOM MUHEpPaIbHOMU IIIOT-
HOCTH KOCTH C KOCTHBIMH MPHU3HAKAMH JTU33MOPHO-
rene3a. Tak, HEKOTOpbIe UCCIEAOBATEIN OTMETUIU
JIOCTOBEPHO Yallle BCTPEUAIOIIYIOCS BBIPAKCHHYIO
OCTEOINEHUIO Y TOJIPOCTKOB co ckonro3oM (11,9 %
1o cpaBHEHHIO ¢ 8,3 % B 310pOBOM MOMYIALMH).
BrisBieHa 3aBUCUMOCTH CTETIEHH OCTEOTICHUU OT BbI-
PaXKEHHOCTH CKOJIMO03a: CPE/IU JIeTei ¢ TpyOoii nedop-
Malueld MO3BOHOUYHUKA OCTEOINEHUS OMpeaessiach
y 70% nanuenToB. B.I. ApceHTbeB ycTaHOBHII, YTO
y JCTEH C C BOBJICYCHUEM KOCTHOUW CHCTEMBI HAOIIO-
JlaeTCsl CHUXKEHUE MUHEPaJIbHOM IITIOTHOCTH KOCTHOM
TKaHu 3HaunTenbHee —1 STD B mOSICHUYHBIX TO3BOH-
kax (52,8 u 16,7 % B rpynmne cpaBHEHHUS) U BO BceM
ckenete (38,9 u 0%) [42]. Ilo HamuM coOCTBEHHBIM
JIaHHBIM, Y Jull ¢ MB peructpupyercsi CHUKEHUE
MUHEPaTbHOH! IIIOTHOCTH KOCTH, YTO MOXKET CIIYKUTh
MPENOCHUIKOM paHHETO (POPMHUPOBAHUS OCTEOIIOPO3a
[43].

CyMMHpYS$ BBILLEU3IOKEHHOE, MOXKHO IIPUITH K 3a-
KITFOYEHUIO, YTO CYIIECTBYET HEOOXOJUMOCTh YETKOTO
paznenenuss HHCT nHa HacnencTBeHHBIE CHHAPOMBI,
Cpey KOTOPBIX HanboJee pacnpoCcTpaHeHbl AA U niep-
BuuHbId [IMK, u qucnnactuyeckue heHOTUITBI, CPETU
KOTOPBIX HauOoJIee pacpoCTPaHESHHBIM H KITMHHYECKU
3HauUMBIM siBisieTcsa MB. [lanpHeillre KIMHUYeCKUE
U MOJEKYJIsIpHO-TeHeTUUeckue ucciegoBanus MB
nu HHCT, conpoBoxaatoniuxcss maphaHonoqo0HbIM
(hEeHOTHITOM, TIO3BOJISIT CYIIECTBEHHO PACIIIMPHUTH HAIITU
MPEJCTABIICHUST 00 3TON HACJICCTBCHHO JICTCPMUHH-
POBaHHOM MATOJIOTHHU.
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