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Pesiome

Lenb. Onpegenntb BCTpeyaemMocTb GEeHOTUNOB MHOMOGAKTOPHbIX HAaCeACTBEHHbIX Ha-
pylweHnin coegnHnTenbHon TkaHn (HHCT) y monogbix ntogen, onepmpoBaHHbIX MO NOBOAY
NaToNOrMYecKon N3BUTOCTU BHYTPEeHHel COHHoM apTepun (BCA).

Marepuanbl n metogbl. Y mMonogbix ftofen, onepupoBaHHbIX MO NOBOAY WU3BUTOCTU
BHYTPEHHEN COHHOW apTepun, C NpM3HaKaMu COCYAMCTO-MO3rOBON HeAOCTaTOYHOCTH
nccnepoBaH GeHOTUM, BbIMOSIHEHO 3XOKapanorpaduyeckoe ncciefoBaHve ¢ pacyeTom
Z-Kputepua 1 CONoCTaBNeHNEM WNPUHbBI aOPTbl 1 MATOIOrMYeCKON N3BUTOCTU BHYTPEH-
HeW COHHOW apTepuun.

PesynbraTtbl. B nccnegoBsaHmm yyactsoBanu 18 monofpix nogen (CcpegHun Bospact
37,118,13 roga), oneprpoBaHHbIX NO NOBOAY NaTONOIMMYECKON U3BUTOCTU BHYTPEHHEN
COHHON apTepun. OeHOTUNbl HaCNeACTBEHHbIX HapyWeHW COeaMHUTENbHON TKaHW
onpepesneHbl Y 13 yenosek (1-a rpynna): MapdaHonofobHbIl — y 8, 351epconofobHbIn — y
3, Heknaccuduumpyembliii — y 2, y ocTanbHbIX (2-A rpynna, n=5) oTcyTcTBOBaNu NpuU3HaKku
HacNeiCTBEHHbIX HapYLUEHUI coeAUHNUTENbHON TKaHW. B 1-i rpynne npeobnaganu cyonb-
€KTMBHblE CUMMTOMbI B pacyeTe Ha ogHoro nauvenTa (p=0,04). Mommmo C- n S-obpasHoi
W3BUTOCTU BHYTPEHHEI COHHOW apTepuu, B 1-i1 rpynne Habnioganu 4OCTOBEPHO YacTo
KMHKMHIY MO CpaBHEHWIO € KonuHramu (p=0,01), Bo 2-# rpynne yacToTa KMHKMHIa 1 KON-
NUHra He pasnuyanacb. Marnble aHoOManuy cepfua npu 3xokapanorpapuyeckom mccne-
[O0BaHMN O6HAPYXMUNM TONBKO Y NaLMeHTOB 1-i rpynnbl, NPy CPaBHEHNN Z-KpUTepUsA ero
norpaHvWyHasa BenvMunHa B 1-1 rpynne 3HauMmo MpeBbilwana nokasaTesb BO 2-1 rpynne
(p=0,04). BoiaBneHa cBA3b NOrpaHMYHOro Z-KpuTepus y naumMeHToB 1-/ rpynnbl € NaTono-
rMYecKom N3BUTOCTbIO BHYTPEHHE COHHOW apTepuu, B 2,4 pa3a 60nbLuas No cpaBHEeHMo
C MoniofbIMU NoAbMM 6€3 HacIeACTBEHHbIX HAPYLUEHWI COEAUHUTENIbBHOM TKaHU.
3aknioueHune. MHoropaktopHble HHCT siBnaTca ogHON 13 NpuinH GopmmnpoBaHua na-
Tonorunyeckom n3smutoctn BCA n Hepep Ko accouumnpyoTca ¢ NorpaHMYHbIM paclinpeHnem
rpyfHon aopTbl. MiccnefoBaHve cocymMcToro pycna npu BobliABNEHUN GEHOTUNOB MHOMO-
¢dakTopHbIx HHCT 0THOCUTCA K HEOOXOAMMBIM ANArHOCTUYECKUM METOAAM AN CBOeBpe-
MEHHOrO NleYeHnA 1 NpegynpexaeHnsa cepbe3HblX OCNOXKHEHN.
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Abstract

Purpose. To determine the occurrence of phenotypes of multifactorial hereditary
connective tissue disorders (HCTD) in young people operated on for pathological
tortuosity of the internal carotid artery.

Materials and methods. In young people operated on for tortuosity of the internal carotid
artery with signs of cerebrovascular insufficiency, the phenotype was studied, and an
echocardiographic study was performed with the calculation of the z-test and comparison
of the width of the aorta and pathological tortuosity of the internal carotid artery.

Results. The study involved 18 young people (mean age 37.1+8.13 years) operated
on for pathological tortuosity of the internal carotid artery. Phenotypes of hereditary
connective tissue disorders were identified in 13 subjects (group 1): Marfan-like
in 8, Ehlers-like in 3, unclassified in 2; the rest subjects (group 2, n=5) had no signs of
hereditary connective tissue disorders. In group 1, subjective symptoms prevailed per
patient (p=0.04). In addition to C- and S-shaped tortuosity of the internal carotid artery,
kinking was significantly more common in group 1 compared to coiling (p=0.01), in
group 2 the frequency of kinking and coiling did not differ. Minor cardiac anomalies were
found in echocardiographic examination only in group 1 patients; when comparing the
Z-criterion, its borderline value in group 1 significantly exceeded that in group 2 (p=0.04).
The relationship between the borderline Z-criterion in group 1 patients with pathological
tortuosity of the internal carotid artery was 2.4 times greater than in young individuals
without hereditary connective tissue disorders.

Conclusion. Multifactorial HCTDs are one of the reasons for the formation of pathological
tortuosity of the ICA and are often associated with borderline expansion of the thoracic
aorta. The study of the vascular bed in identifying the phenotypes of multifactorial HCTDs
is one of the necessary diagnostic methods for timely treatment and prevention of serious
complications.

Keywords: hereditary connective tissue disorders, multifactorial phenotypes, pathological
tortuosity, internal carotid artery, aorta
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MHorogpakTopHble HapyLLeHWs COeAUHUTENbHOW TKaHW Y MOOAbIX Ntogen
C NaToONOrMYeCKon U3BUTOCTbIO BHYTPEHHWX COHHbIX apTepuii

B BBEJAEHWE

[nAa HacnencTBeHHbIX HapyLeHnn coeguHutenbHo TkaHy (HHCT) xapakTepHbiMu AB-
NATCA CUCTEMHbIE NPOABAEHUA C USMEHEHUAMY CTPYKTYPbI 1 GYHKLMM MHOTUX OPraHoB.
B pe3ynbraTe reHeTUYECKMX HapyLLEHWI, BIUAHUA MHOTX He6naronpuaTHbIX GakTopos B
nepuof smbpuoreHesa u nocsie poxaeHus pebeHka NPOUCXOAAT HapyLUEeHNA perynaLmmn
CUHTe3a U KaTabonmama KOMMOHEHTOB BHEKJIETOYHOrO MaTPUKCa U KNETOYHbIX d1eMeH-
TOB COeAVHUTENIbHON TKaHMW, acCOUMMPOBAHHbIE C MOANCUHAPOMHBIMA KNUHUYECKUMU
npossneHusmm [1]. CornacHo coBpemMeHHbIM pekoMeHAaumaAM, paspaboTaHHbIM B Poccun
n benapycmn, HHCT npepactaBneHbl 4BYMA rpynnamu: MOHOreHHble CUHAPOMbI C U3BECTHbI-
MW AMarHoCTUYeCcKMMU Kputepuamm (cuHgpom MapdaHa, dnepca — [laHno, HecoBeplueH-
HbI OCTeoreHes 1 T. M.) U MHOrodakTopHble GeHOTUMbI, HANMOMUHAOLME MOHOTeHHble
CMHAPOMbI, HO He OTBevarLme UX AUarHOCTUYeCKMM Kputepuam [2, 3]. PacnpocTtpaHeH-
HOCTb MOHOTF€HHbIX CMHAPOMOB HeBeJMKa, a MHorodakTopHble HHCT BCTpeyvatoTcs YacTo
B nonynAuuun. HecMoTps Ha OTCYTCTBUE KPYMHbIX MEXAYHaPOAHbIX SNNAEMUOIOrNYeCKUX
nccnepgoBaHuUi, pesynbraTbl BbINMOAHEHHbIX PaboT CBUAETENbCTBYIOT O TOM, YTO MHOIO-
dakTopHble HHCT BcTpeuatotca B 6-10% cnyvaes B nonynaumm [3-51.

Haunbonee vactble 1 cepbesHble ocnoxHeHMA npy HHCT cBsA3aHbl € cepfieuHo-cocyan-
CTbIMK NposBneHmaMu. Mopdonornyeckne N3MeHeHWs, XapakTepHble 411 MOHOrEeHHbIX
HHCT, npnBogaT K U3BMeHeHAM CTPYKTYPbl COCYANCTbIX CTEHOK, HapyLIEeHUAM reomeTpun
cocypa (pacwumpeHune, aHeBpM3Ma), reMoANHAMNYECKNM OCSIOXHEHUAM C HapyLIeHUAMN
KpPOBOCHa0XeHVA pa3nnYHbIX OpraHoB 1 TKaHew. Mybnunkauum Ha TeMy COCYAUCTbIX Hapy-
WweHun npy MHorodakTopHbix HHCT HeMHOroumcneHHble, 0JHAKO YKa3bIBalOTCA Te XKe 13-
MEHeHUs, KOTopble XapaKTepHbl ANA MOHOTEHHbIX CUHAPOMOB [4-6]. BaxHoCTb uccneno-
BaHMWA COCYAMNCTbIX U3MEHEeHUI NPU MHOrOpaKTOPHbIX CUHAPOMAX M NMOWCKa MPU3HAKOB,
BbI3bIBaOLLUX cOCyAnCTble KaTacTpodbl, obycnosneHa Tem, yto HHCT nmetoT nporpeau-
€HTHOe TeueHue. B HeonpeaeneHHbI BO3PACcTHOWN Nepuog K npusHakam MHorodakTop-
Horo deHoTVMNa MOryT NPUCOEANHUTLCA TUMMYHbIE NPOABAEHUSA MOHOFEHHOIO CUHAPOMa
N HECBOEBPEMEHHOCTb OKa3aHWA MeAULIMHCKOW MOMOLLM YCYTryOUT MPOrHO3 XU3HU.

MaTonornyeckasa M3BMUTOCTb BHYTPEHHMX COHHbIX apTepun (BCA) 3aHnmaeT BTOpoOe
MeCTO Nnocsie aTepocKnepo3a cpeam NPUUUH NOABIEHNA COCYAUCTO-MO3roBOM HegocCTa-
ToyHoCTK [7]. Mo MHeHUI0 nccnegoBaTenen, BCTPEYaeMOCTb NaTONOrMYeCKon N3BUTOCTU
BCA BapuatmsHa — 18-34% [8-10]. Cpefyv NpuYKH, Bbi3bIBalOLMX NATONOrNYECKYIO U3BU-
TocTb BCA, 0TMeualoT HacnefcTBeHHble 3ab0M1eBaHUsA, aTepPOCKIepPOTUYECKOE NOPaXKEHNE
apTepuin 1 GakTopbl PUCKa: apTepuasnbHyo rMnepTeH3mnio, NOXKUION BO3PacT, N36bIToY-
HYI0 Maccy Tena, ilereHepaTrBHble U3MEHEHMA LWENHOro oTaeNna No3BOHOYHNKKa [8]. Y nuy
MOJIOOr0 BO3pacTa HepedKo B KauecTBe NMPUUYUHbI HapyLIeHU i MO3rOBOro KPoBOobpa-
LeHnA QUuarHoCcTnpytoT natonornyeckyto n3smtoctb BCA. B cnyuae BbiaBNeHMA npusHa-
KoB Am3ambpuoreHesa, onpeaeneHns MOHOT@HHOro CUHAPOMA UM MHOrohaKTOpHOro
beHoTMNa HeobX0AMMO NCCeloBaTb COCYANCTOE PYC/O C LieNiblo ANAarHOCTUKY U npegy-
npexneHna ocnoxHeHun [11]. Ona onpegeneHnsa BCTPEYAEMOCTN MHOTrohaKTOPHbIX
HHCT y monogabix ntogen, onepuposBaHHbIX MO NoBoAy natonornyeckon nssutoctu BCA,
BbIMNONHEHO HacTosALlee NccneoBaHue.

B LIEJIb NCCNIEAOBAHNA
Onpepenutb BcTpeyaemocTb deHoTUnoB MHoropakTopHbix HHCT y Mmonogbix nogen,
onepupoBaHHbIX NO NOBOAY NaTonornyeckomn nssutoctu BCA.
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B MATEPWAJIbl N METObI

PeTpocnekTrBHOe nccnegoBaHve No MeAULNHCKON JOKYMEHTaUMM OTaeNeHUN Cocy-
aucTon xupyprum 3a nepuopg c 2008 r. no 2019 r. npoeoaunu B lomenbckom 061acTHOM
Kapauonornyeckom aucnaHcepe u fomenbckom 06nacTHOM KAMHWYECKOM rocnutane
nHBanmgos OTeuecTBeHHOW BOMHbI. M3 196 naumneHTOB, oneprpoBaHHbIX NO NOBOAY Na-
Tonorunyeckomn nssmtoctn BCA (mnactrka unm npoTesnpoBaHme COCyaa), Monogble noaun
18-44 net (cpepgHuin Bo3pacT 37,1+8,1 roga) coctaBunu rpynny m3 18 (9,2%) yenosek.
Monopgbix nogen AONONHUTENBHO UCCNeAoBan Mo pa3paboTaHHON TemaTMUeckon Kap-
Te, BKJIIOUaBLUEN KaTaMHe3, aHaMHecTuYecKne AaHHble, dusrKanbHoe nccnefoBaHme ¢
aHTpornomeTpuren n oueHKon beHOoTMNa, UHCTPYMEHTaNIbHble NCCNIeloBaHNA CepAeYHO-
cocyaucTon cuctembl (anekTpokapamorpadus (3KI), axokapauorpadua (9xokKr)), KnuHu-
yeckre nabopaTopHble MeTOAbl NCCIIeOBaHNUA.

o COBOKYMHOCTM NPU3HAKOB M33MbpuroreHesa Bblaensany GeHoTunbl MHOrodakTop-
HbIX HaCNeACTBEHHbIX HapyLEeHUN CoeMHUTENbHON TKaHW: MapdaHonofobHbIN (KOCT-
Hble NPU3HAKN CUCTEMHOMO BOBJIEUEHNA COEMIHUTENBHOWN TKaHM <6 6annoB, NorpaHny-
HOe paclupeHne KopHA aopTbl Z<2 1 muonua <3,0 AUONTPKK); 3/1ePCONOA00OHbIN («He-
NOJIHbINY CUHAPOM dniepca — [JaHno UAn Hanmume =2 «Masbix» MPU3HAKOB BOBEYEHMA
KOXW 1 «Manbix» NPOABJIEHN BOBEYEHUs COCYAOB, MbILIL, U CYCTaBOB); Heknaccubuum-
pyembli (Hannure <6 NPU3HaKOB CUCTEMHOIO BOBNIEYEHNA COEAMHUTENbHON TKaHW, ecnn
WCKIOUNTb MOHOTEHHble HaC/IeICTBEHHbIE HAPYLUEHWA COEANHUTENIbHOW TKaHW, Mapda-
HOMOAOGHLIN 1 31epconofobHbi deHoTunbl) [3].

OxoKl' npoBoauny No CcTaHAApPTHOMY MPOTOKOJY, PaccunTbiBanu Z-Kputepun, oTpa-
YKaLWMWN, HA CKONbKO CTAHAAPTHbLIX OTKIOHEHWUN daKTUUECKUI ANaMeTP KOPHA aopTbl
oT/InYaeTca oT fo/KHoro. LUnpunHy KopHA aopTbl Ha ypoBHe CUHYCcOB Banbcanbsbl (Mo
dopmyne Cornell) cooTHocunn ¢ Nnowaabio NOBEPXHOCTU Tena 1 BO3PacToM NauueHTa
(Bo3pacT >20<40 net - z = (NonNyyYeHHbIN pe3ynbTaT — 4OMKHaA BenuunHa) / 0,24; Bo3pact
>40 neT — z = (Nony4YeHHbIN pe3ynbTaT — JoMmKHasA BenununHa) / 0,37) [2].

KomnneKkcHoe ynbTpa3ByKoBOe MCCieloBaHUE SKCTPaKpaHManbHbIX OTAEN0oB HGpaxmo-
uedanbHbIX apTepuin BbINMOMHEHO B peXKMe LIBETOBOFO U SHEpPreTMyeckoro Jomnyiepos-
CKOro KapTnpoBaHus. [pu BbIABNEHNN U3MEHEHUA NPAMOSIMHENHOCTIN XOAa ONUCaHbI J10-
Kanusaumsa n dopma gedopmauny cocyfa B pexmme LBETOBOIO JOMNIEPOBCKOro KapTu-
pOBaHUs: reMoanHaMUYECKN 3HauMble gedopmaunin B Buge C- unu S-obpasHoin n3BuTo-
CTW, KMHKMHTa — nepernba cocysa nop ocTpbIM YFOM, KOWAUHIA — nepernba 1 aHrynaumm.

CTaTNCTUYECKMIN aHanM3 AaHHbIX NMPOBOAMIICA C UCMOMIb30BaHMEM A3blKa NPOorpam-
MMPOBaHUA OJiA CTaTUCTUYECKON 06PabOTKM AaHHbIX R 1 nporpammHoro obecneveHums
STATISTICA 10. YpoBeHb 3HaUMMOCTM YCTaHaBNAMBanca pasHbiM p<0,05.

B PE3YJIbTATbI

CncTeMHble NPU3HaKW HapyLWEeHUN COeAUHUTENbHOW TKaHW B AUArHOCTUYECKOM KOnu-
yecTBe BbIABMAN Y 13 yenosek — 1-a rpynna (My>uuHbl — 4, XeHwWwuHbl — 9). MNpusHakos
HHCT He 06Hapyxunm y 5 xeHwuH — 2-a rpynna (puc. 1).

MapdaHonofo6HbIN GeHOTUMN BIABUIN Y 4 MY>KUMH U 4 KEHLLMH, 311epConofo6HbIN
(3) n HeknaccnbuumMpyembliii (2) GeHOTUM — Y XKEHLLWH.

CornacHo aHamHecTMyecknM fdaHHbiM, 1 naumeHT ¢ HHCT neuunca no nosogy ap-
TepuanbHol runepTeHsuy, y 2 u3 rpynnol 6e3 HHCT gnarHoctupoBaHa apTepuanbHas
runepteHsus. B 1-i rpynne 3 nauveHTa coobwmnm o nepeHeceHHOM MHdpapKTe mMo3ra
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Puc. 1. Konnuecreo nayuentoB ¢ HHCT (HHCT+) n pacnpegeneHune no ¢peHoTUNamM, a TaKKe KOIM4eCTBO

nauueHToB 6e3 HHCT (HHCT-)

Mpumeyanma: MO - mapdpaHonofobHbIi eHoTnn; IO — snepconofobHbin deHoTun; HO — Heknaccupuumpyemblii peHoTUN.

Fig. 1. The number of patients with HCTD (HCTD+) and distribution by phenotype, as well as the number

of patients without HCTD (HCTD-)

(y 2 naumneHTOB O onepaTBHOrO NieyeHnsa BCA, y ogHOro — yepes ofmH rog nocne xmpyp-
rmyeckoro neyenus). Bo 2- rpynne 1 nauyueHT nepeHec HPapKT Mo3ra 3a Tpu roga ao
OonepaTMBHOIO JIeYeHNsA 1 B TeUeHMe NepBoro roga nocse nportesnposaHna BCA.

CyO6beKTUBHbIE CUMMTOMbI Y MALMEHTOB 1-11 1 2-1 rpyMnn HE3HAYMTENbHO Pa3NNYAINCh,
ronoBokpy»xeHue (p<0,01) n anu3oabl cnHkone (p<0,03) fOCTOBEPHO YACTO OTMEYANU Na-
uueHTbl 1-1 rpynnbl (Tabn. 1). CpegHee KONMYECTBO CMMITOMOB Ha OIHOTO YesloBeKa TaK-
e pasnmyanoch ¢ npeobnagaHvem ux B 1-i rpynne (5,23+1,43 npotus 3,4+1,67; p<0,04).

Ta6bnuua 1

KonuuecTtBo naymneHToB ¢ Cy6'beKTI/IBHbIMIII cmMnTomMamMm B rpynnax nccnefoBaHHbIX

Table 1

The number of patients with subjective symptoms in the study groups

Kon-Bo naumeHToB, a6c. u. (%)

cy6'beKTIIIBHbIe CMMNTOMDI 1-a rpynna 2-9 rpynna AOCTOBGBHOCTI:
(n=13) (n=5) pasnuuuin, p

Kapguwanrua 2(154) 1(20) 0,56

MNepebou B paboTe cepaua 3(23,1) - -

[onosHas 6onb 8(61,6) 3 (60) 0,13

fonoBoKpyxeHune 12(92,3) 2 (40) 0,01

Llym B ronose 7 (53,9) 1(20) 0,1

CHWXXeHne namsaTn 9(69,2) 3(60) 0,08

CHUXeHMWe 3peHmns 5(38,5) 1(20) 0,10

Jinnotnmma 9(69,2) 4(80) 0,17

Snu3op cuHKone (oanH unmn 6onee) 7 (53,8) 1(20) 0,03

5§§g::fakonmqecrso CMMMNTOMOB Ha OIHOTO 5234143 344167 0,04

CpefHAA NPOAOIKNTENbHOCTb CUMMITOMOB, NeT | 3,2+4,52 1,7£1,92 0,27
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Ta6bnuuya 2
KnnHnyeckas xapakTepucruka rpynn ucciefjoBaHHbIX
Table 2
Clinical characteristics of the study groups
Mokasartenu 1-arpynna 2-Arpynna Aocuzsepuoc-rb pas-
nnunn, p
WMT, kr/m? 21,67 [20,2-23,4] 23,58 [21,5-25,8] 0,402
CA[, Mmm pT. CT. 124,23 [120-130] 124[110-140] 0,88
OAL, Mm pT. CT. 76,92 [80-85] 74 [70-80] 0,491
YCC, ya/mnH 71,46 [67-75] 68 [65-72] 0,551

Mpumeyanna: UMT - nHgekc maccol Tena; CAJl - cuctonnyeckoe aptepuanbHoe aaenenue; Al — apuactonmyeckoe aptepuanb-
Hoe fiaB/eHue.

Pe3ynbTaTbl KIIMHWYECKOTrO UCCIEAOBaHMA NaLMeHTOB obenx rpynn [OCTOBEPHO He
pa3nunyanuch (Tabn. 2). MaumeHTbl C apTepUanbHON rMNepTeH3ne NCccneaoBaHbl Ha GoHe
AHTUTMNEPTEH3NBHOWN Tepanuu C XOPOLUNM KOHTPOEeM apTepuranbHOro JaBeHus.

B oTAnume ot naumeHTOB 2-1 rpynmbl, Y KOTOPbIX He BbiiBNeHO natonorum Ha KT, y
ofHoro nauueHta 1-i rpynnbl ¢ mapdaHonofobHbIM GeHOTMNOM MO NOBOAY CMHAPOMA
CnabocTy CMHYCOBOrO Yy3/1a TPU rofa Ha3ag BbIMOSIHEHA MMMAHTALMA KapauosepTepa-
nednbpunnaTopa.

Mpw cpaBHeHUN nabopaToOpHbIX NoKasaTenein (aHanM3 KpoBW, Mouun, BrUoxmmmye-
CKOe UCCnefoBaHUe KPOBM) AOCTOBEPHbIX Pa3fMuuni B MOKasaTenax 0b6emx rpynn He
BbIAAIBIEHO.

Pe3ynbTaTbl ynbTpa3BykoBOro fOMNNEpoBCKOro nccneposaHus (Y3U ¢ gonnepom) BHy-
TPEHHWX COHHbIX apTepuin A0 ONepaTVBHOIO NeYeHnA CBUAETENbCTBOBAIM O PABHOM KO-
nMyecTBe NaLMeHTOB C NOpakeHneM MPaBoro UM NeBoro cocyaa, agedopmaumen B Buge
C- n S-o6pa3zHoi 3BUTOCTU. AHaTOMUYECKUE (YNbTPa3ByKOBble) 0COGEHHOCTM Y NaLmeH-
ToB ¢ HHCT 1 natonornyeckom n3BMTOCTbIO BHYTPEHHUX COHHbIX apTepuii BKAYanu Ao-
CTOBEPHO YaCTO KMHKMHIM MO CPaBHEHMIO C KoWnnHramu (84,6% npotus 15,4% cooTBeT-
CTBEHHO; X*=6,2, p=0,01). ¥ nayuneHtoB 6e3 HHCT TakoBbix pa3nnunii He BbisiBNeHO (60% 1
40% coOTBETCTBEHHO; X?>=0,2, p=0,65).

Mpu nposeaeHun 3xoKrl B 1- rpynne y 9 naumneHTOB BbIABUAN Marnble aHOManunmn cepa-
La: nponanc MATPanbHOro KnanaHa 1-1 cteneHmn — 1, aHOManbHO PacnosIOXeHHble XOpAbl
NEeBOro »enyAouka — 8, N3 HUX OANHOYHbIE Y MHOXeCTBEHHble — No 4 ciydasn. OTKpbiToe
oBaJIbHOE OKHO CO COPOCOM KPOBY CJieBa HanpaBo OGHaPYXWW Y OG4HOrO NaLUMeHTa, yMe-
PEeHHYI0 perypruTaumio Ha TPEXCTBOPYATOM KilanaHe — TakxKe Y OfHOro naumeHTa. Bo 2-i
rpynne no pesynbratam IXoKI He BbIABUAM MasblXx aHOManun cepaua.

MopdomeTpurueckme nokasatenu cepgua 1 BennumnHa Gpakuymm Boibpoca no pesynb-
TaTam IxoKI npepcTaBneHbl B Tabn. 3.

Mpu cpaBHWUTENbHOM aHanu3e MOpPPOMETPUUECKNX MOoKasaTenen cepaua 1 aopTbl B
rpynnax nccnefoBaHHbIX NaLMEHTOB He BblABIEHO AOCTOBEPHbIX Pa3inyuui.

MNpu cpaBHeHUn Z-KpuTepuA Oonpefenvan ero norPaHuyHylo BennymMHY, 3Ha4YMMO
6onbLuyto B 1-11 rpynne no CpaBHeHMIO C Noka3saTtesiem 2-i rpynnbl (0,96 (0,89-1,23) npo-
B -0,32 (0,3-0,35) cootBeTCTBEHHO; p=0,04) (pUC. 2).

MNokasaTtenn Z-kputepma n MmacCbl MMOKapAa 1eBOro »enyaouka CPaBHUAN Y MyXUUH
W >KEHLWWH 1-7 1 2-11 rpynn uccnefoBaHHbIX (Tabn. 4).
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Ta6bnuua 3

OcHoBHble MopdomeTpryecKmne NoKasaTenu n BennumHa ppakumm Bbibpoca no pesynbratam IxoKr
B rpynnax nccnefoBaHHbIX

Table 3
Main morphometric parameters and ejection fraction value by EchoCG in the study groups
Mapametpbl, mm (Me (25-75)) [ocToBepHOCTb
Mokasarenn i
HHCT+ HHCT- pasnuuun, p
Ao Ha ypoBHe CMHycoB BanbcanbBbl 32[29-37] 29[27-30] 0,102
Ao Bocxoaslas 27 [25-31] 26 [26-27] 0,485
Hvametp JIN 30[28-31] 30[28-31] 0,842
TonwwmHa MXI 8[7-10] 9[8-11] 0,485
TonwwmHa 3CJIK 9[7-10] 8[8-12] 0,726
OB (no Teichholz), % 66 [63-71] 67 [65-71] 0,657
5 _* HHCT+
B3 HHCT-

= 1

=

(o}

[

g- _—t=— ns

| —|
A

Mann - Whitney U test = 3, p-value = 0.25;
Mann - Whitney U test = 0, p-value = 0.04

T

—L o

MorpaHnyHbIn Z-Kputepun

OTpurLaTenbHbl Z-KpUtepuin

Puc. 2. CpaBHUTEeNbHbBIN aHann3 Z-KpnTepus B rpynmnax nccnefoBaHHbIX

MprmeyaHwue: * gocToBEepPHOCTL pasnuunii npu p=0,04.

Fig. 2. Comparative analysis of Z-criterion in the study groups

Ta6bnuua 4

CpaBHVITeﬂbelﬁ aHanus nokasareneii Z-KpuTtepusa n maccbl MMOKapaa neBoro xKenyaouka 'y MyXUnH
W XKeHLWH B o6eunx rpynnax nccnenoBaHHbIX

Table 4
Comparative analysis of Z-criterion and left ventricular myocardial mass in men and women in both
groups
HHCT+ (n=13) DNocroBep- HHCT- (n=5) BAocToBep-
Mokasarenu 1. My)l(qMHbl 2. )Kel'llllllll‘lbl HOCTb pa3nun- |3, )KeHI.I{I/IHbI HOCTb pa3nun-
(n=4) (n=9) i, p(1-2) | (n=5) TP
Bospact, net | 40 [40-41] 42 (28-44] HA 38134-39] 0.79
(134 -0,09 ~0.39
Z-Kputepui [1.09-1,6] [~0,5-0,85] 0,00 [-1.15-0,27] 0,24
169,94 993 97,31
MM JDK, r [159-183,56] [86,53-107,8] 001 [95,41-107,8] ors
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[loctoBepHo 6onblwme nokasatenu Z-kputepusa (1,34 (1,09-1,6) npotus -0,09 (-0,5-
0,85) cooTBeTCcTBEHHO; pP<0,00) 1 Maccbl MMOKapAa neBoro xenypgouka (169,94 r (159-
183,56) npotus 99,3 r (86,53-107,8) cooTBeTCTBEHHO; p<0,01) Habnoaany y My»uuH no
CpaBHEHUIO C XeHLWuHamu B 1-11 rpynne. Npu cpaBHeHNW TeX »Ke NoKa3saTenen y XeHLWwnH
1-1 1 2-1 rpynn pa3nyunin He BbIABNEHO.

3HauyeHMe NOorpaHUYHOro Z-KpuTepmnsa Koppennposano ¢ 4 1 6onee KOCTHbIMK Npu-
3HaKamu fr3ambpuroreHesay 3 My>KuuH (22,2%) 1 3 xeHWwmH (22,2%) 1-1A rpynnbl. Boiasne-
Hue y monogbix nofen ¢ MHorodakTopHbiMu deHoTunamm HHCT ¢ natonormyeckom n3su-
TOCTbto BCA =4 KOCTHbIX MPU3HAKOB AN33MOproreHesa npu UCNoib30BaHUMN B KauyecTBe
perpeccopa norpaHWYHOro Z-Kputepus noBbIWano OTHOCUTENbHbIE PUCKMU COCYAUCTBIX
oCnoxHeHnn B 1,6 pa3sa (95% W 0,48-4,89).

[JaHHble, XapaKTepusyowme MOTeHLMaNbHO BO3MOXHYIO B3aMMOCBA3b, BbIABNEHbI
Npu OTHOLEHNN WaHCOB — GOPMUPOBaHUE MNOrPaHNYHOIO Z-KpUTeprsa Y MOMOAbIX NaLu-
€HTOB C accounaumenn ¢ MHoropaktopHoimm HHCT B 2,4 pa3za 6onblie No cpaBHEHUIO C
monoabimu moabmu 6e3 HHCT (95% 1 0,29-19,79).

B ObCYXIAEHUE

B HacToAwEeM nccnefoBaHy UL, MONIOAOrO BO3pacTa C NaToNorMyeckomn N3BUTOCTbIO
BCA, nepeHecwnx ocTpble UM UMEBLLIMX XPOHUYECKUe LiepebpoBackynapHble 3abone-
BaHWA, NOKa3aHo, YTo Hepeako MHorodakTopHble HHCT ABNAIOTCA OCHOBHOW NPUUNHOW
n3mMeHeHu aptepuit. Mpn mHorodakTopHbix HHCT, nommnmo C- 1 S-06pasHoi 3BUTOCTH
BCA, npeobnaganu nepernbbl cocyfia nog oCTpbiM YoM, B OT/IMUKE OT NnauueHTos 6e3
HHCT, y KoTopbIX 0ANHAKOBO YaCTO OTMETUN KUHKWUHI U KOWAKHIM apTepun. Natonoru-
yeckas n3sutocTb BCA BcTpeyanach npenmyLiectBeHHO nNpu MapdaHonogobHom deHo-
TNe, ANarHOCTUPOBaHHOM MO COBOKYMHOCTU NPU3HAKOB AM33MOpuroreHesa.

B onybnukoBaHHbIX nccnegoBaHuax 06 n3sutoct BCA oTmeueHo, UTo pacnpocTpa-
HeHHOCTb naTtonorumn nosbiwaeTtca npu HHCT. Tak, B cpaBHUTENbHOM KCCNeAoBaHUN
naumeHToB ¢ cnHapomom MapdaHa ussutoctb BCA B 3 pasa npeBblllana nokasaTtenu
rpynnbl 6e3 HHCT [10]. ABTOpbl OTMeuanu HeoMHaKOBYIO PacnpOCTPaHEHHOCTb NaToMNo-
rmyeckon nssutoct BCA npu pasnuuHbix cnHgpomax HHCT. Jlio6as nssmtocts BCA npun
cuHgpome MapdaHa coctaBuna 88%, npu cnHgpome Loeys — Dietz — 63%, npu 1-m Tvne
HenpodunbpomaTtosa — 42%, Npu COCYyANCTOM M HECOCYANCTbIX TUMNax CMHAPOMaA dnepca —
Hanno - 19%.

Bbicokana uyactota ussutoct BCA npu cuHapome MapdaHa 06bACHAETCA reHeTUYe-
CKUM fedeKToM B CTPYKTYpe GnbpunnunHa-1 1 NoBbileHNEM aKTUBHOCTU CUTHAJIbHBIX My-
Ten TpaHchopmupytollero dakTopa pocTa f3, Toraa Kak cuHgpom Loeys — Dietz 06ycnos-
neH MyTaumamuy B pelientope 6enka TpaHchopmupytoero paktopa pocTta . HapyLeHus
c6opkn MuKkpodubpmnn KonnareHa B pesynvrate gedekra dubpunnvHa-1 npmBogAT K
abeppaHTHOI Nepefaye cnrHanoBs TpaHchopmupytowero gpakrTopa pocta 3, Heobxoarnmo-
ro Ana npasunbHOro GopmMmnpoBaHNA BHEKNETOUHOro MaTpuKca. na cocyancroro u He-
COCYAUCTbIX TUMOB CUHAPOMa Inepca - [laHno Takxe XxapakTepHa aHoOMasibHasA CTPYKTypa
konnareHa [11, 12]. CBa3b natonornyeckon n3sntoctn BCA 1 paclumpeHna Bocxogsaien
aopTbl OTMeYeHa nNpu cuHgpome MapdaHa, NoNoXnTeNbHaA NPOrHOCTUYECKan LEHHOCTb
couyeTaHMA paclMpeHna UM aHeBpU3Mbl aopTbl € n3BMTOCTbIO BCA coctaBuna 95,4%,
cneundnyHocTb — 98,6% [10].
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OpHom 13 NpuunH natonornyeckom n3sutoct BCA cumtaloT HapylueHre CTPYKTypbl
3/11aCTUYECKMX BOJIOKOH, UX pparmMeHTaLuio, yMeHbLUEHME KONTMYECTBa MafgKoMbILIeYHbIX
KNeToK, HapyLleHNA COOTHOLUEHNA KNETOUHbIX 3/IEMEHTOB W BOMOKOH B 3KCTpaLensito-
napHom matpukce [7, 12]. NogobHble n3MeHeHNA BbI3blBAKOT YXyALIEHNE MeXaHUYeCKnx
CBOWCTB CTEHOK apTepun 1 CNoco6CTBYOT GOPMUPOBAHIUIO N3BUTOCTH, Bbi3biBatoLLEN re-
MOZVHaMUYecKre HapyLleHus.

PaHAOMM3MpPOBaHHbIX NCCNefOBaHNIA COCTOAHUA COCYAUCTOrO pycsa npyu MHorodak-
TopHbIXx HHCT He nposoaunu. Pe3ynbTaThl HACTOALLErO NCCNIefOBaHNA He NpoTMBOpeYaT
NONOMEHWNIO O CUCTEMHbIX U3MEHEHNAX, B TOM UMCe COCYAUCTBIX, MPY HaNNYuUmn gmarHo-
CTUYECKUX NPU3HAKOB M33MOpMoreHesa, COOTBETCTBYIOLUX MapdaHonogobHoMy, anep-
conopobHomy u Heknaccnduympyemomy GeHoTuny.

B 3AKJTIOMEHUE

Takum o6paszom, mHorodakTopHble HHCT agnaoTca ogHOM M3 NpuinH GopmmnpoBa-
HMA NnaTonormyeckon n3sutoct BCA 1 HepeaKko accoLMmUpyoTca C MOrpaHUYHbIM pacLun-
peHneM rpygHoi aopTbl. iccnegoBaHme cocyancToro pycna npu BbiiBNeHUM mapdaHo-
nogo6Horo, asnepconofo6bHoro 1 HeknaccuPrumpyemoro GeHoT1na OTHOCUTCA K fnarHo-
CTUYECKUM METOAAM, HeOBXOAMMbIM A1 CBOEBPEMEHHOTO NleYeHNaA 1 NpeaynpexXaeHunsa
Cepbe3HbIX OCNOXHEHNIA.
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