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PE3IOME: PemosennpoBaHue cep/iia ¢ pa3BUTHEM CHCTOIMYECKON JUCOYHKIINU XapaKTEPHO IJIs Ha-
CJICICTBEHHBIX HAPYLICHHH COSJUHMTENBbHON TKaHH, OTHOCALIMXCSA K Tpymnie (GUOpUILTHHONATHH, —
cuHIpoMa MaphaHa i IEPBUIHOTO MTPOJIAIICa MUTPAIBHOTO KJIanaHa. Y TaKHX IAIlHCHTOB BBISBIISCTCS
YTOJIIEHUE MHOKAp/Ia M CHUKEHUE JIOKAJIbHOW CUCTOMYECKOM JedopMaruu JieBoro xenmynouka (JIXK)
y’ke B MOJIOJIOM Bo3pacte. K puOprimnHOnaTHs M OTHOCHTCS TaK)Ke Hanbosee pacpoCcTpaHeHHbIH AuC-
nactudeckuil peHoTun — MapdanouniHas BHemHOCTH (MB). OcoOeHHOCTH TOKATBHON CUCTOIMYECKON
nedopmanuu JK nmpu MB panee He u3yuannce. Mamepuanst u memoost. B viccienoBaHue BKITIOUCHO
120 i B Bo3pacte oT 18 10 25 net (cpennuit Bozpact 20,4+ 1,5 rozga), u3 Hux 58 roHoIIEH 1 62 AeByII-
ku, 1 111 GONBHBIX CTapIIMX BO3PACTHBIX T'pymi (cpeaHuit Bozpact 64,8+6,5 roma). Bcem manmenTam
OBLITH TIPOBEIICHBI aHTPOIIOMETPHIECKOE U (PEHOTUIIIYECKOE 00CIISIOBAHNS C OIIEHKOH KOCTHBIX TIPH3HA-
KOB Au33MOproreHesa u OxoKI -uccienoBanue Mo cTaHIapTHOMY IPOTOKOIY. Pe3ynsmamet. Y MOIOABIX
mozeii ¢ MB 1o cpaBHEeHUIO ¢ TPyMIION KOHTPOJIS OKazajcs 3HAYMMO TOJIILE MUOKAp/ 3aJHEH CTEHKHU U
MEKKETYLOUKOBOI MEPEropoaKy, 4To 00yCIOBINBACT TEHACHUUIO K YBEJIUUYEHUIO MacChl MUOKapaa y
TaKWX MAlMEHTOB. Y MAIMEHTOB CTAPIINX BO3PACTHBIX TPyII ¢ MB BBISBISIFOTCS TPU3HAKH KOHIICHTPHU-
yeckoil runeprpodun muokapaa JIK. JlokanbHas cuctonnveckas LMpKy/IspHas nedopManus MUOKapaa
U €€ CKOPOCTh OKa3aJIUCh JI0OCTOBEPHO HMXKE y naunueHToB ¢ MB B 3 u3 4 cerMeHTOB Ha BEpXYLIEYHOM
U 4 13 6 CerMEHTOB Ha CPEMHHOM ypoBHe. PanmansHas nedopMarys u ee CKOpoCTh Oblila TOCTOBEPHO
CHIDKEHA B 5 U3 6 CErMEHTOB Ha 0a3albHOM YpoBHE. 3akouenue. Y nauueHToB ¢ MB yxe B MosogoM
BO3pacTe onpezenseTcs yronuenue Mmuokapaa JOK u cHkeHre BelMYMHbBI U CKOPOCTH JIOKAJIBHOU LUp-
KYJISPHOM ¥ PaJHalibHOW CUCTOIMYECKOH AeopMany. DTH H3MEHEHHS HOCST IPOTPEAUEHTHBIN Xapak-
Tep — K 5—6-M JlecaTKaM KU3HH NOSBIISIETCS KIMHUYECKH 3HaYnMas runepTpodus muokapaa JIK.

KJIIOUEBBIE CJIOBA: mapdaHouHas BHEUTHOCTb; CUCTONNYECKAsA TUCHYHKIHUS; JTOKAJIbHAs
COKPATUMOCTb JIEBOT'O JK€Iy/J0UKa; HACIECTBEHHbIEC HAPYIIECHUS COEIUHUTEIbHON TKaHHU.
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ABSTRACT: Remodeling the heart with the development of systolic dysfunction is typical for he-
reditary connective tissue disorders belonging to the group of fibrillinopathy — Marfan syndrome
and the primary prolapse of the mitral valve. In such patients, the thickening of myocardial and

MEDICINE: THEORY AND PRACTICE TOM6 Ne2 2021 elSSN 2658-4204



18 ORIGINAL PAPERS

the reduction of the local systolic deformity of the left ventricle (LV) at a young age is detected.
Fibrillinopathy also includes the most common dysplastic phenotype — marfanoid habitus (MH).
Features of local systolic deformity of the left ventricle in the MH have not previously been studied.
Materials and methods. The study included 120 persons between the ages of 18 and 25 (average age
20.4+ 1.5 years), including 58 boys and 62 girls and 111 patients of older age groups (average age
64.8+£6.5 years). All the subjects was examined with anthropometric and phenotypic examinations
with an assessment of bone signs of dysembryogenesis and EchoCG-study according to the standard
protocol. Results. In young people with MH compared to the control group was significantly thicker
myocardium of the back wall and interventricular septum, which leads to an increase in the mass of
myocardial in such patients. Patients in older age groups with MH show signs of concentric myocar-
dial hypertrophy. Local systolic circumferential strain of the myocardial and speed were significant-
ly lower in patients with MH in 3 of 4 segments at the top and 4 out of 6 segments at the median level.
Radial strain and speed was reliably reduced in 5 of the 6 segments at the base level. Conclusion.
Patients with MH at a young age are defined thickening of myocardium of LV and reduces strain
and speed of local circumferential and radial. These changes are progressive in nature — clinically
significant LV myocardial hypertrophy appears to 50—60 years.

KEY WORDS: marfanoid habitus; systolic dysfunction; local deformation of the left ventricle;

hereditary disorders of connective tissue.

BBEAEHUE

OnHMUM M3 TUIMYHBIX IPOSIBICHUN CO CTOPOHBI
CEpIEeYHO-COCYAUCTON CcHUCTEeMBl MpH Haclel-
CTBEHHBIX HapylICHUSAX COECIUHUTENBHOM TKaHU
(HHCT) sBnsercst pa3BUTHE pPEMOACTHPOBAHUS
cepama, mpuBofsIee K (OPMHPOBAHHUIO CEpred-
HOM HEJJOCTATOYHOCTH W HAPYIICHUSM CEpIIEeYHO-
ro putma. Hanbonee nzyuennsivu HHCT, st ko-
TOPBIX XapaKTEPHO Pa3BUTHE CUCTOIUYECKOH auc-
¢byukuu jesBoro skenynouka (JIK), sasnstorcs
knaccupunupyemsie HHCT, umeromue cornaco-
BaHHBIE YETKHWE KPUTEPUU BBISBICHUSA, — CHH-
npomel Mapdana (CM) u Diepca—/lanio, a Tak-
e IMEepBUYHBIA IPOJIAIIC MUTPAJIBHOIO KJlaraHa
(ITMK). XapakTep peMoAeInpoBaHus Cep/Ila Mpr
stux HHCT omucan B nuteparype 10CTATOYHO
xopomo. IIpu 3ToM oT™MedaeTcs, 9To (GpaKIus BbI-
Opoca (®B) — ocHOBHOI1 MOKa3areab CUCTONHYEC-
ckoii ¢pynkumu JOK — y Takux MmanueHTOB -
TEJIILHO OCTaeTCsi HOpMalbHBIM [5, 6, 26]. bonee
nH(GOPMATUBHOM IS BBISIBJICHHS HAYAIbHBIX TIPO-
saBleHud Kapauomuonatun npu CM okazanach
OIICHKA JIOKaJIbHOM CUCTOJIMYECKOW HedopMmaiuu
JIXK (cTpeiina) ¢ ucronp30BaHUEM TKAHEBOTO Yilb-
Tpa3BYKOBOTO natuuka [8, 26]. MeTtoanka oreHKu
CHCTOJTMYECKOTO CTpEifHa ImoKa3ana CBOIO HH(Op-
MaTHBHOCTH TpH rureprpodun Muoxapra JIK,
apTepuaNbHON TUIIEPTeH3MH O3 MPHU3HAKOB T'H-
nepTpodun, y OONBHBIX CyO03HIOKApIUATBEHBIM
uHbpapkToM MHOKapaa [4, 29].

MHorue aBTOpBl YKa3blBalOT Ha CHIDKEHHE
cucrtoinueckoit nedopmarnuu JOK npu CM [10,
27, 28]. Ang nuy MOI0J0ro Bo3pacTta ¢ Bepudu-

LUPOBaHHBIM auarHo3oM CM xapakTepHO CHMKe-
HUE BEJIMYUHBI U CKOPOCTHU NMPOJOIbHON CHCTOIH-
geckoi JehopMaluu HIKHEH, TiepeHeil u 00Ko-
Bo#i cteHok JDK Ha Bcex ypoBHSIX — 0a3zaibHOM,
cpenuHHOM U BepxymednoM [30]. OTmedeHo Tak-
K€ YMEHBIIIEHHE CHCTOIINYECKON pajnaibHON Je-
(hopMaIuu M ee CKOPOCTH BO BCEX OICHHUBACMBIX
cermenTax. Camxenune nepopmanuu JOK cogera-
eTcsl C YTOJIEHHEM MMOKapJa MeEexKelyI0uKo-
Boil meperoponku (MXII) Ge3 cymiecTBeHHOTO
yronueHus 3aaieit crenku (3C). bouin BbISBICHBI
TaKKe MPU3HAKM CHIDKEHUS  CHUCTOJIMYECKOMN
¢yakun JDK — dpakiuun ykopouenus u OB, a
TAaK)Ke YBEJIMYEHHE KOHEUHO-AMACTOIUYECKOIO
pasmepa JDK. Cinenyer oTMETUTh Takxke, 4TO, He-
cMoTps Ha To uto OB y manuentoB ¢ CM oxasa-
J1ach CYLIECTBEHHO HHUXE 10 CPaBHEHMIO C KOH-
TPOJIBHOW TPYNIIOH, BCE K€ HE BBIXOJMJIA 32 Tpe-
nensl HopMbl [30]. Bonee mo3aHue uccienoBanus
MOKA3bIBAIOT HE TOJIBKO CHW)KCHHE TII0OANBHOM
MPOAONBHON M LUPKYIsIpHOH nedopmanuu JIK,
HO ¥ Oosiee Hu3kue 3HaueHus OB JIXK y manuen-
ToB ¢ CM [26]. Kpome Toro, ormMeuaercs mnpsmast
KOpPPENSLIMOHHAS CBA3b MEXKY XapaKTepoM IeHe-
THYECKOW MyTaluu reHa ¢udbpuiinna-1 (FBN-1)
U CTETICHBIO CHIYKEHUS TNI00ATBHON Jie(OopMaItim.

VY manuenToB ¢ [IMK Ttakke omnmcano ysennde-
HUE KOHEYHOI'O CUCTOJIMYECKOI0 U TUACTOINYECKOIO
pasmepoB JOK [3, 11, 13, 25, 32]. bein oOHapyxe-
Hbl nposiBiaeHus kapauomuonaruu npu [IMK, 3a-
KIFOYaBIMECs B CHWKCHUH MPOJOJILHON nedopma-
nnr MOKTI, u ee moBbIIIeHUNA B OOKOBOM, 3aIHEH U
HwkHel creHkax JDK. IloBblmieHne BeIMUYUHBI Jie-
(hopmau TOJKHO paccMaTpuBarhCsl Kak KOMIIEH-
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CaTOPHBIM MexaHW3M, OOYCIIOBIMBAIOIIUI B UTOTre
coxpannyro ®B. He BesiBunm taxke cHxenuss @B
u cpean MoJoabix cnopreMeHos ¢ [IMK [4].

AHaJlorMyHble JaHHBIE O PA3BUTUHU KapAHOMHO-
TIATHH ONHUCAHbI IPH HEKOTOPBIX THUIAX CHHIpOMA
Onepca—/lanno [34]. Onnako B cBeTe HOBOM Kiac-
cupuKanuu HTOro 3a00JCBaHMS C BBLICICHUEM
13 TumOB, XapakTep pPEMOAEIUPOBAHUS H3Y4YEH
HepocTatouHo. OTMevaeTcsl, YTo pa3BUTHE Kapano-
MHUOIATUHU y TaKUX MAllMeHTOB KOPPEIUpyeT C Ha-
auurem [IMK. Takum oOpa3zom, OOJBIIMHCTBOM
uccienoBaresieil Npu3HaeTcsl HalM4ue peMoaeu-
poBanus JIXK y manmenroB ¢ HHCT, numeromumu
YETKO OrOBOPEHHbIE JHAarHOCTUYECKHE KpuTe-
pun — CM u [IMK.

HemHorouucnenssle uccienoBaHus, MOCBALIECH-
HBIC H3YYEHHIO MOP()OMETPHUYECKUX XapaKTEPHCTHK
cepAna y JIMI ¢ HeKIacCUPHUIUpPyeMbIMH (hopMaMu
HHCT, nemoHCTpupyIOT T€ € TEHAEHLUH, YTO U
npu CM u [IMK. ¥V GonbHBIX HH(pAPKTOM MHOKapAa
Ha ¢one HHCT Heckonbko OoJblie OKa3aluch Ta-
KM€ IOKa3aTeNy, KaKk KOHEYHO-CUCTOJIMYECKUN pas-
Mep, KOoHeyHo-auactonuyeckuid pasmep JDK Ha
¢doHe TeHaeHIMU K yToieHuto Muokapaa JOK —
MXII u 3C u cBA3aHHOE C 3THUM CYIIECTBEHHOE
yBeNn4YeHre nHaekca Maccsl Muokapaa (MMM) [1].
Takum 00pa3oM, HUCIIOIB30BaHHE KOJMYCCTBEHHOTO
MoAX0Ja K JIMATHOCTHKE HEKJIACCU(UIIUPYEMBIX
HHCT no3Bonuiio BbIsABUTH HapyILIE€HUs CUCTOJINYE-
CKOM M IMACTONMYECKOM (PyHKIMH y TaKUX Mamu-
eHTOB. MexXJly TeM OCTaloTCsl HE BbIACICHHBIMU
MpU3HAKW, Hauboliee TECHO KOPPEIHPYIOIIUe C
pasBuTHEeM cuctonnyeckor aucynkuuu. He pac-
CMaTpHUBAJICSI paHEE U BOIIPOC O BO3MOXKHOCTH pas-
BUTHA PEMOJICIIMPOBAHUS B CBETE KOHLETLUH O JHC-
TUTACTHYECKUX (DEHOTHUIAX. YMECTHO OTMETUTD, YTO
KapJMOMUOIIAaTHs, HEPEIKO COIYTCTBYIOLIAs PsIy
moHoreHHbIX HHCT u HeknmaccupuuupyempIx CHH-
JIPOMOB, MOJKET MPOSIBIATHCSA KIMHUYECKU HE TOJb-
KO CHCTOJIMYECKON W/WIM JHACTONUYSCKON JHC-
(dyHKIHMEH, HO M pa3IMYHBIMU CYTIPaBEHTPHUKYJIISP-
HBIMH W JKEIYJIOYKOBBIMH aAPUTMHUSIMH, a TaKKe
BereTatuBHON mucdynkumeii [14, 20, 24]. B ceete
CKa3aHHOT'O TPEJICTAaBISET ONPENIEIECHHBI UHTEpEC
paccMoTpeHue Xapaktepa pemonenupoBanus JIDK,
Pa3BUBAIOLIETOCS MPHU JHUCIUIACTUYECKUX (heHOTH-
nax, XapakTepu3yIOIIUXCsl KOCTHBIMU NPU3HAKaMHU,
Haubolee pacpoCTPaHEHHBIM U3 KOTOPBIX SIBJISET-
cs1 mapdanounaHas BHemHOCTH (MB) [15, 16].

MATEPUA/IbI U METO/bI

B nccnenosanue BkitoueHo 120 ouiy B Bo3pacrte
ot 18 o 25 ner (cpeanwmii Bozpact 20,4+ 1,5 rona),
13 HUX 58 roHo1el u 62 neBymku, v 111 6ompHBIX
CTapiiMx BO3PACTHBIX Trpynn (CpeaHuil Bo3pact

64,8+6,5 rona). Bcem narmenTam ObUTH TIpOBEJIC-
HBl aHTPOIIOMETPUUYECKOE U (PEHOTHIINIECKOE 00-
CJIEZIOBAHMS C OLIEHKOW KOCTHBIX IIPU3HAKOB IU39M-
O6puorenesa. Jlmarnoctuka MB ocymecTBisinach B
COOTBETCTBUH C COTJIACOBAaHHBIMH KPHUTEPHSIMH,
BO3PACTHBIMH OCOOCHHOCTSIMH W yTOYHEHHOMY
Hamu ainroput™my [2, 7, 9, 12]. O MB rosopuiu
MIPU BBISBICHUM HE MEHEE YeThIPeX KOCTHBIX TpH-
3HAKOB, IPU 00s13aTEIHHOM HATMYMH apaxXHOAAKTH-
JuH (BBISBIICHHE XOTSI OBl OZTHOTO U3 CUMIITOMOB —
CUMIITOMa OOJIBIIOTO Majblia M 3aIsCThsl) U J0JH-
XOCTCHOMEJIMH (BBIOJHEHUE XOTsA Obl OJHOTrO M3
JIByX KOA((UIIMEHTOB) M BBISBICHUH 10 KpaiHeu
Mepe OTHOTO W3 BBICOKOCHEIH(UYHBIX TpPH3HA-
KOB — jJiepopMaIiii TPYJHON KICTKH W/WITH BBICO-
Koro apkoBujHOTO HEGA [17, 18].

J1J1s1 OTIeHKH JIOKAJILHON COKPaTUMOCTH OBIJIO 00-
CJe10BaHO 66 MPAaKTUYECKH 3JOPOBBIX JIUL MOJIO/IO0-
ro BO3pacTa. DXOoKapauorpaguyeckoe HCCIeoBa-
HUE TNPOBOAMIOCH Ha YIBTPAa3ByKOBOM  ammapare
Vivid 7 Dimension (General Electric, maTpuunblit
(basupoBannbii gatuuk 3,5 MI'n), B 2D, monrme-
POBCKOM M LIBETHOM M-pekuMme Mo OOILENpPUHATON
Meroauke. M3amepenus: pazmMepoB 1 00bEMOB KaMmep
cepnia, ¢ppaxuuto BeIOpoca JIXK ocymecTsisum co-
macHo pekomeraanusiM [31]. MM onpenensiiach mo
dopmyne R.B. Devereux u coasr. (1986). Cucronu-
4eckas pafualibHas W IUPKYIsIpHas AehopMariin
OIICHMBAJIMCh B TIAPACTEPHAIBHBIX KOPOTKHX Cede-
HUSIX HA TPEX YPOBHSIX C TOMOIIBIO METOTUKH
spackle tracking mipu yacToTe KaJpoB CEpOLIKAIBLHO-
ro nzoopakenust 50-55 B cekyny. B kaxaom ceue-
HUM 3aMUCHIBAJIOCH MO0 OJHOMY KapAHalbHOMY LH-
KJIy € MOCTEYIOIIMM aHaju30M Ha padoueil craH-
i EchoPAC’08 (GE Healthcare). Ckopoctb
JnedopMarmu (strain rate) SBISETCS MPOM3BOIHBIM
oT nedopManyy IMokKasaTejeM, OHa OIpeneliuIach
Kak BpeMsl, B TCUEHHE KOTOPOTO MPOUCXOAUT Aedop-
Malusi MHOKapya, Beipaxaercst B ¢'. OmnpereseHune
JeopMalii B ee CKOPOCTH MPOBOTUIIOCH COITIACHO
pexomengammsaM [33]. OueHka paguaibHOW U IMp-
KymsipHO# nedpopmaru muokapaa JDK mposomu-
Jlach MOCErMEHTHO, B KoM u3 16 cermenToB JIK
Ha Tpex YpoBHsIX (110 6 Ha 0a3aJbHOM U CPEAUHHOM
1 4 Ha BepXyLIeYHOM). YCpeaHEeHHEe 3HaYeHUI BeJlu-
YUHBI U CKOPOCTH ISl PAJUaIbHON U LUPKYJSPHOM
JnedopManuu TMPOBOAMIOCE IO YPOBHsM (0a3aib-
HBIH, CpEAWHHBIA, BEpPXYyIIEUHBINH). YCpenHeHHe
BCEX CETMEHTOB IIO3BOJLUIO PACCUMTATh TIIOOAIB-
HYyI0 Ie(pOpMaIIHIO B €€ CKOPOCTb.

PE3Y/ILIATBI U UX OBCYXXIEHUE

V roHomel ¢ MB 1no cpaBHeHHIO C Tpynmnou
koutponsi muokapn 3C JDK m MXKII okazancs
3HaYMMO TOJILIIE 10 CPAaBHEHHUIO C KOHTPOJBHOU
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rpymnmoi. 3To oObSICHIET TEHACHITUIO K OONbIIeH
Macce Muokapaa 1 UMM y nui OCHOBHOU rpyn-
el (Tadu. 1).

AHAJIOTUYHBIA aHamu3 MOpP(HOMETPUICCKUX
XapaKkTEePUCTHK cepAla OB MPOBEJIEH B TPy
nuL skeHckoro nojia ¢ MB. Jlesymkam ¢ MB mo
CPaBHEHMIO C TPYNION KOHTPOJIS CBOMCTBEHHBI
Oonpmast  Tommmaa 3C  JDK  (8,2+1,2 vs
7,5+1,1 mMm, coorBercTBeHHO; p=0,02) U cBsi3aH-
Has ¢ 9TUM TEHIEHIUsA K yBenuuenuio MMM
(79,4+£12,7 vs 70,9142 /™% p=0,02). Ilpu
ATOM Ba)KHO IOJYEPKHYTh, YTO HHU y OJTHOTO 00-
CIIEZIOBAHHOTO MOJIOJIOTO BO3pacTa TOJIIIMHA MUO-
KapJia He BBIXOZMIIA 32 MPEJeTbl HOpMaJIbHBIX 3Ha-
yeHuil. Takum 00pa3oM, MBI MOXEM TOBOPHTH
TOJILKO 00 OTHOCHUTEIILHO 00Jiee TOJICTOM MHOKap-
ne y nanuentoB ¢ MB.

[Ipu mpoBeneHHM TakKoro k€ aHaln3a CpeIu
JIMLl CTApUIMX BO3PACTHBIX TPYII MMOJIYUYEHbI aHa-
JIOTMYHBIE JIAaHHBIC O OOJIBIIICH TOJIIUHE MUOKAP-
na JOK cpenu manmenToB ¢ MB. DT u3MeHeHust
MOTYT OBITh ONMHCAaHBI KaK MPOSBIICHHE KOHIICH-
TPUYECKON TUNEPTPOPUU Y TMAIUEHTOB OCHOBHOM
rpynnbsl (tadm. 2). Takum o0pa3oM, HU3MEHEHUS
MopdomeTpruyeckux mnokazareneit JIK y mum mo-
JIOOTO W CTaplIero Bo3pacra ¢ npuzHakamu MB
aHaJorudHbl. TeHAeHIUS K OOJBIINM 3HAYCHUSIM
tonuHbl Muokapnaa JOK, BeisiBnennas B Mmoyomom
BO3pacTe, MOATBEPKAACTCS Pa3BUTUEM THIIEPTPO-
¢un JIK B crapmmx BO3pacTHBIX IpyIHax.

IIpu oneHKe JIOKAIBbHOM CUCTOIMYECKOM COKpa-
tumoctu JOK 1ocToBepHBIX pa3znuuuil B BETUYHHE
MpOIoJIbHON JiehopManuy y manueHToB ¢ MB Mbl
He BbIIBWIM. OfHAKO JIJISl MUPKYISIpHOU nedopma-
nmu (nupKyisipaoe ykopouenue JIDK) BIsSIBICHEI Cy-
LIECTBEHHbIE M3MeHeHus. [ manuenToB ¢ MB 1o
CPaBHEHHUIO C KOHTPOJEM XapaKTepHO 3HAYNMOE
CHIDKCHHE BEJIMYMHBI [MPKYJSIPHON Jedopmaniu
OOJIBIIMHCTBA CETMEHTOB HA CPSIMHHOM M BEPXY-
IIEYHOM YPOBHSIX C HEJOCTOBEPHBIM CHU)KEHHEM
TI00aIBHOM LUPKYISIPHON nedopmanmu
(—18,78+5,21 vs —21,52+6,09; p=0,06). [dns nux ¢
MB xapakTepHO Takke CHUKEHUE CKOPOCTH LIUPKY-
nsipHo# nedopmanmu JDK. JfocToBepHBIM 3TO CHH-
JKeHHe ObUIO Ha CPEJMHHOM M BEPXYIICYHOM YpPOB-
HSIX JUTsl YETHIPEX CETMEHTOB — IMEPeIHer0, 0a3alib-
HOTO, 3aJHero W HmkHero. J[ms ocraibHBIX
CEerMeHTOB OOHapyKeHa HEJ0CTOBEPHAs TCHJCHIINS
K CHW)KCHHIO ITMKOBOM CKOPOCTH LUPKYJISIPHOR JIe-
¢dopmarmu. Ob6pamaer Ha cedsi BHUMaHUE OOoJIbIlee
3HaYCHHUE MUPKYIPHON JeopManun nepenHenepe-
TOPOJIOYHBIX OT/AEJIOB HAa CPEJMHHOM M BEpXyIlIed-
HOM YPOBHSIX C YMEHBILICHHEM €€ CKOPOCTH (puc. 1).

[Ipu oneHke paguanbHO AeGopMalnuy y JTUIL C
MB BBISIBICHO CHUXKEHHE BEIUYUHBI U CKOPOCTHU
nedopmanuu  BCEX CETMEHTOB Ha 0a3aibHOM

Tabmauna 1

[Moka3zarenu MopdoMeTpHn JIEBOTO JKEeMy0UKa
y 10HOIIEeH ¢ MaphaHOUIHOW BHELITHOCTHIO

Mapdanonanas
Kontpons
ITokazarens BHEIITHOCTb (n=32) p
(n=26)

MKII, mm 8,82+1,15 8,21+1,10 0,04
3C, Mmm 8,33+0,82 7,73+1,09 0,02
DB, % 67,04+5,82 66,22+6,75 0,62
MM, r 157,58+£52,37 | 134,95+45,16 0,08

UMM, r/m2 85,9+24,7 75,2+21,8 0,08

[Ipumeuanue: MXKII — mexokenynoukoBasi meperopoaxa;
3C — 3anuss crenka; @B — ¢paxuus BeiOpoca; MM —
Macca Muokapnaa; MMM — nnzaekc maccel MUOKapaa.

Tabmnuma 2

MopdomeTrpudaeckie XapaKTepUCTUKH JEBOTO
HKEJTY104Ka y JIMIL CTapIIUX BO3PACTHBIX Py
¢ Map(haHOUIHON BHEIIHOCTHIO

Mapdanonnnas
Kontpons
IToka3zarens BHEIIHOCTh (n=286) p
(n=25)
Bospacr, et 62,1+5,3 60,3+6,1 0,19
[Toxn, My>KunHBI 16-64,0% 45-52,3% 0,30
MXII, mm 11,5+1,2 10,5+1,3 0,0008
3C, mm 12,6+1,4 11,7+1,5 0,008

IIpumeuanne: MIKIT — mexokemynoukoBas IeperopoKa;
3C — 3aaHs5 CTEHKA.

ypoBHE. B Tex ke cermMeHTax Ha 6a3albHOM ypOB-
HE OIPENENAeTCS U CHIYKEHUE CKOPOCTHU painaib-
Hoit nedpopmanuu JIK. Cropocth nedopmanum Ha
BEPXYILLIEYHOM YPOBHE HE OTJIMYAIach B OCHOBHOM
U KOHTPOJBHOH Tpynnax. [mobanpHas cuctonnde-
ckas ckopocth PIl y nmun ¢ MB noctoBepHO He
pasnnyanachk ¢ KOHTPOJIBHOU Ipynnoi (puc. 2).

SAKMHO4YEHUE

[TomyueHHble NaHHBIE O Pa3BUTUM Y IAlLUEH-
T0B ¢ MB pemonenuposanus JIK, 3aximtouarone-
rocs B yTOJNIIEHUN MUOKap/ia U yBEJIMYCHUN Mac-
Chl MHOKapjAa, TOATBEPXKAAIT IMPABOMEPHOCTb
otHecenuss MB Hapasae ¢ CM k rpynme ¢pubpui-
JUHONATHI. AHAJIOTMYHBbIE JTaHHbIE O PA3BUTHU
runeprpodun muokapaa JK onuceiBaroTcs y na-
uueHToB ¢ CM [27, 28, 30]. Takum ob6pasom,
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Puc. 1. 3HaueHUs NUKOBOW CHCTOMMYECKOH HUPKYIApHON Aedopmanuu (CIeBa) U ee CKOPOCTH (CIpaBa) y MOJIOABIX MAlUEH-
TOB ¢ Map(haHOMIHOH BHEIIHOCTIO. TeMHO-cepast INTPUXOBKA — CTATUCTHYECKH JJOCTOBEPHOE CHIIKEHUE BETHYUHBI 1
CKOPOCTH JehopManny; CBETIO-Cepasi IITPUXOBKA — CTATUCTHYECKU JOCTOBEPHOE MOBBIMICHHUE BETUYMHBI H CKOPOCTH
nedopmannu; Oenblil [BeT — 0e3 CYIISCTBEHHBIX Pa3INYUil 10 CPABHEHHUIO ¢ KOHTPOJIEM

Puc. 2. 3HaueHus MMKOBO CHCTOMMYECKON painalibHOI Aedopmaruu (cieBa) 1 ee CKOpOCTH (CripaBa) y MOJIOABIX MAIlUEHTOB C
Map(aHOHIHON BHEIIHOCTHIO. TeMHO-cepast IITPUXOBKA — CTATHCTUYCCKH JOCTOBEPHOE CHIKCHUE BEIHYHHBI U CKO-
pocTu nedopMaIu; CBETIO-Cepasi ITPUXOBKA — CTATUCTHYECCKU JOCTOBEPHOEC MOBBILICHHE BEIMYUHBI U CKOPOCTH
nedopmannu; 6esblil [BeT — 0e3 CYIIECTBEHHBIX Pa3IMYHil 10 CPABHEHHUIO ¢ KOHTPOJIEM

MOKHO TOBOPUTH 00 OZHOTHUITHOCTH H IPOTPENH-
€HTHOCTH U3MEHEHUN CO CTOPOHBI cepAla y nalu-
entoB ¢ HHCT, xapakTepu3yromumMucs KOCTHBIMU
IpU3HAaKaMu An3sMOpuoreHesa. Ecnu B Mononom
BO3pacTe peyb UAET 00 OTHOCHTENHHO OOJBLIMX
3HAQUEHUSIX TOJNIIUHBI MHOKapJa, HE BBIXOASIINX

3a Tpenenbl BO3PACTHOM HOPMBI, TO B CTapIIUX
BO3pacTHBIX rpynmnax (mocie 50 JieT) y yacTH mna-
LIUEHTOB BBIBIIAIOTCS YK€ 3HAUUMbIE IIPU3HAKU
KOHIIeHTpuueckoil rumeprpoduu JDK. PasButne
KOHIIEHTpHUuecKoil runeprpoduu JOK y nanueHToB
¢ CM couderaeTcst O CHIXKEHHEM CHCTOIMUYECKOM
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pErMoHapHON  COKpaTUTENbHOM  CIOCcOOHOCTH,
OMMCaHHOH yxe B MosonoM Bo3pacte [10]. Takue
K€ M3MEHEHHUs Pa3BUBAIOTCS U y MOJIOJABIX MalU-
eHToB ¢ MB [19, 21, 23].

Oxazanocs, 4ro OoJbIIas TONIIMHA MHUOKapna
JOK y Takux manueHToB COYETaeTCs CO CHUKECHH-
€M BEJIMYMHBI U CKOPOCTH CHUCTOJIMYECKOU ITHPKY-
JISpHOW W paauanbHOM nedopmaruu. BeisBieH-
HOE TaK)Ke HEKOTOPOE MOBBIIICHUE BEIUYHHBI pa-
IUAIbHOW W UMPKYISpHOH aedopmanmii B
HekoTopblx cermeHnTax JIK Hocut, mo-suauMomy,
KOMIIGHCATOPHBI XapakTep, HalpaBlICHHBbIH Ha
COXpaHeHHEe NI00aNbHOM CUCTOIMYECKOH (yHK-
uuu JOK. MokHo mpenmonarars, 4To y MaldeHTOB
CTapIINX BO3pPAacTHBIX rpynn ¢ MB BeIsiBIeHHas
KOHIIeHTpu4eckas runeprpodus JIK Oyner coue-
TaTtbCsi ¢ Ooliee BBIPAKCHHBIM CHUKCHHEM JIO-
KallbHOW CUCTOJIMYECKOW AedopMali MUOKap/a
U KJIMHUYECKUMH IMPOSBICHUSAMHU CEpACYHOU He-
JIOCTaTOYHOCTH.

B kadecTBe NATOreHETHYECKOTO MeXaHHU3Ma
ONMCAHHBIX U3MEHEHUH CJeNyeT BbIACIUTD aKTH-
BalMIO CUTHAJIBHOTO MYTH TPaHC(HOPMUPYIOIIETO
tdaxropa pocra-B (TGF-B). M3BecTHO, 4TO aKTH-
BallMsl 3TOT0 LIMTOKMHOBOIO KacKkaja XapakTepHa
Uit BceX 00abHBIX CM W MOJIOBHUHBI MAIIMEHTOB
¢ [IMK u MB [22]. Ogaum u3 3 pekToB akTHBa-
mnun TGF-B sBusercs passutme ¢ubposa Muo-
KapJla B MeECTe MPUKPEIJICHUS MaluUISIPHBIX
Mmbiun y nanuentos ¢ MIIK. Ilokazano, yto ¢
akTuBHOCThI0O TGF-f accomuupoBaHa U MHKCO-
MaToO3Has JereHepanus CTBOPOK MHUTPAJIbHOTO
knanaHa npu IIMK. EcTe ocHOBaHMS mosarats,
YTO OIpEAENIeHHbI BKJIaX JOKaJbHBIH (uodpo3
MHUOKapAa BHOCUT B I'e€HE3 JKeJIYIOYKOBBIX Hapy-
LIIEHUI CepJeYyHOoro puTMa y MalUueHTOB ¢ (u-
opumnHonatusmu — CM, [IMK u MB. Kpome
TOIr0, MOXHO IpeArnojararb HaJlu4ue T'eHeThye-
CKM O00yCJIOBIEHHOTO Je(eKTa COCTUHUTEIb-
HOTKaHHOTO KapKaca cep/a y TaKuxX MalueHTOB,
YTO MPUBOIUT K IUCIIACTHYSCKOMY PEMOJICITH-
POBAHMIO CepAlla U MarucTPaldbHBIX COCY/OB.
DTO mposBisSeTcs OOIBIIMM YUCIOM MAaJbIX aHO-
Majuii cepila, paclIUpEeHHeM KOPHS aopThl,
(dbopmupoBaHuemM 0ojiee TOJCTOIO U MEHEE KOM-
MaKTHOIO MHOKaplia C pa3o0lIeHHeM CcoKpalile-
HUA OTAENIbHBIX cioeB Muokapnaa JIK.

Taxum 00pazoMm, BbISIBIEHUE KOCTHBIX MPU3HA-
KOB JU35MOpHOreHe3a U BbIIEJIEHHE TaKoro IUc-
miacTHdeckoro (eHoTumna, Kak MapQaHouHas
BHEIIHOCTD, [103BOJIAET C BBICOKOH CTENEHbIO Be-
POSTHOCTH TPOTHO3UPOBATh Pa3BUTHE PEMOJICIIN-
pOBaHMS Ccepllla M TMOSBICHUE CHCTOIUYECKON
nucyHKIMM y Takux nanueHtoB. Jluma ¢ MB
JIOJIKHBI pacCMaTpUBaThCs Kak TPYIa BBICOKOTO
pHUCKa pa3BUTHs 3HAYMMBIX U3MEHEHUU CO CTOPO-

HBl CEpJCYHO-COCYANCTON CHUCTEMBI, WMEIOIINX
MIPOTPEANCHTHOE TEUCHHE C MAKCHUMYMOM IIPOSIB-
nenuit mociae 50—60 ner. [lanpHeinias pazpadoTka
STOW TEMBI C TPHUBICYECHUEM JIOTIOIHUTEIHHBIX
WHCTPYMEHTAIIBHBIX ¥ Ja00PaTOPHBIX HCCIIEN0BA-
HUii, B ToM yuciae MPT cepana, ”MMyHOTUCTOXH-
MHUYECKUX aHAIM30B, a TAKKE TUCTOJOTHYECKUM
W3yYEeHUEM CTPYKTYPBI MUOKap/a MOTIH OBl yTOY-
HUTh XapaKTep M3MEHEHHUN CepIAeUHO-COCYANCTON
CUCTEMBl y TAIIMEHTOB C AUCILIACTHYECKUMU (e-
HOTHUIIAMH, TPOSBIISIIOIIMMUCS KOCTHBIMHU MTPHU3HA-
KaM¥ JIM39MOpHOTeHe3a.
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