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Pesrome

AxkTtyaabHocTh. CemeliHas runepxonectepruaeMus (CI'XC) compoBoxknaeTcs 3HAYNTETHHBIM TTOBBIIIICHUEM
YPOBHS XOJIECTEPUHA JIUIONPOTEUA0B HU3KOH IIIOTHOCTH B KPOBH. AKTYaJIbHOCTb CBOEBPEMEHHOM TMAarHOCTHKH
1 JileueHnst 00yCIIOBJICHA PUCKOM TIPEXKIIEBPEMEHHOTO pa3BUTHS arepockieposa. Cpenu marmentos ¢ CI'XC no 30
JIET BCTpEJaeTcs uiieMuyeckast 00J1e3Hb cep/la BCIeICTBIE aTepOCKIIepo3a KOPOHAPHBIX apTepuid. B HacTosiee
BpeMst HEJIOCTAaTOYHO CBENIEHHI O cepieuHoi Mopdoiornu u GyHkmy muokapaa rmpu CI'XC B geTckom Bo3pacre.
Heab. OueHnTs m06aNbHYI0, CETMEHTAPHYIO MPOJOJIbHYIO Ae(hOPMALIHIO JIEBOTO JKETyI04YKa U (DYHKLMIO SHII0-
Tenus y AeTed ¢ ceMeiiHoM runepxonecrepuHeMucii. Marepuasbl 1 MeTobl. B nccnenoBanuu yyactBoBaiu 59
JeTel, U3 HuX 25 3710pOBBIX pedsAT (KOHTPOIbHAS TpyIna) u 34 4eioBeKa ¢ JMarHo30M «TeTepO3UTOTHAs CeMerHast
TUIIEPXOJIECTEPUHEMUSY . DHIOTENNH- 1 ¥ OKCHA a30Ta ONPEACIISIA METOAOM HMMYHO(EPMEHTHOIO aHaIN3a. DX0-
Kapauorpaguyeckoe HcciaeJOBaHNE MIPOBOAUIIOCH 110 CTaHAAPTHON MeToauke. OLeHKa I00aIbHON U CerMEHTap-
HOW MPOIONBHOM AehopMaIiiu JIeBOTO KeTMyI0YKa IPOBOIIIACH B 4-X KAMEPHO alTMKaITbHOM, 3-X KaMepHOU 1 2-X
KaMEepHOW MPOEKITHSIX C UCIIOIh30BaHMEM aBTOMaTH3MPOBAaHHOTO MHCTpyMeHTa n3MepeHnss TOMTEC Autostrain
LV. Pesyaprarpl. CTaTHCTHYECKH 3HAYUMBIX pa3nuiuil 1100anpHOM npomomsHon nedopmarm (I'TI) mexmy
JaeTbMH KOHTposibHOM rpymiibl U ¢ CI'XC He BbisiBIeHO. IHAMBUAYaAIbHBIM aHAIM3 MOKA3ajl, YTO y 2 MallMeHTOB
¢ CI'XC ormeuanocs camxenue ['TI/]. Ananm3 cermMeHTapHONH MPOIOITBHOM AeOopMaIiy BBISIBUJI CTATUCTUYECKH
3HaUMMOE CHIKeHHe Tokasareneil y manueHToB ¢ CI'XC Ha ypoBHE 0a3alIlbHOTO U alMKAIBHOTO TepeHe-TIepero-
POIOYHBIX, 0a3aJIbLHOTO HM)KHETO cerMeHTOB. OLieHKa SHA0TEeNNHA- 1 1 OKCHIA a30Ta B CBIBOPOTKE KPOBHU BBISIBUIIA
CTaTUCTUYECKH 3HaYMMoe noBblieHue nokaszarenei npu CI'XC OTHOCUTENBbHO KOHTPOJIBHOU IpyMIibl. 3aKJ/IK0-
yeHue. [[puMeHeHre CEKI-TPEKUHT 3XOKapauorpadun Mo3BONMIO BeIIBUTE cpemu netert ¢ CI'XC manmeHToB
CO CHIDKEHHEM II00aJIbHON M CErMEHTapHON NMPOOIBHOH Je(opMaIiiy JICBOTO JKEeMyI0UKa.

KiroueBble ciioBa: mnodanbHas NpoAoibHAs U CETMEHTapHas JedopMarys JIeBOro JKeIydouka, ceMeiHas
TUIIEPXOJICCTEPUHEMUS], SHAOTENHaNbHAsT AUCHYHKIUS.

Mna yumuposanus. I'anumosa JI1.®., Caovikosa /[.H., Makaposa TII., Kamanosa A.A., Menvuukosa FO.C.,
Cnacmuuxosa E.C., Paxmaesa P.®., [lemposa M.A., Mycmagaeea A.A., Cemenosa I'1. Oyenka 2nobanvtotl, cee-
MEHMAPHOU NPOOOILHOU Oehopmayull 1e8020 HcelyOOUKA U PYHKYUY SHOOMeNUs y Oemell ¢ ceMeliHol 2unepxoie-
cmepunemueti. Tpanciayuonnas meouyuna. 2022,9(5):33-43. DOI: 10.18705/2311-4495-2022-9-5-33-43.
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Abstract

Background. Familial hypercholesterolemia (FHC) is accompanied by a significant increase in the level of
low-density lipoprotein cholesterol in the blood. The relevance of early diagnosis and treatment is due to the
risk of premature development of atherosclerosis. Coronary heart disease due to atherosclerosis of the coronary
arteries occurs among FHC patients up to 30 years. Currently, cardiac morphology and myocardial function in
children with FHC are poorly understood. Objective. To assess global, segmental longitudinal deformation of
the left ventricle and endothelial function in children with familial hypercholesterolemia. Design and methods.
The study involved 25 healthy children and 34 children with FHC. Endothelin-1 and NO were determined by
enzyme immunoassay. Echocardiographic study was carried. Assessment of global and segmental longitudinal
deformation of the left ventricle was carried out in 4-chamber apical, 3-chamber and 2-chamber projections.
Results. There were no statistically significant differences in global longitudinal strain (GLD) between groups.
Individual analysis showed that 2 patients with FHC had a decrease in GLD. There was a statistically significant
decrease in parameters in FHC patients at the level of the basal and apical anterior-septal, basal lower segments.
Endothelin-1 and NO were increased in FHC compared to the control group. Conclusion. Speckle-tracking
echocardiography allowed identifying patients with a decrease in global and segmental longitudinal deformation
of the left ventricle among children with FHC.

Key words: endothelial dysfunction, familial hypercholesterolemia, global longitudinal and segmental
deformation of the left ventricle.

For citation: Galimova LF, Sadykova DI, Makarova TP, Kamalova AA, Melnikova YuS, Slastnikova ES,
Rakhmaeva RF, Petrova MA, Mustafaeva AA, Semenova GG. Assessment of global, segmental longitudinal
deformation of the left ventricle and endothelial function in children with family hypercholesterolemia.
Translyatsionnaya meditsina=Translational Medicine. 2022;9(5):33-43. (In Russ.) DOI: 10.18705/2311-4495-
2022-9-5-33-43.
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Cnucok coxkpamenuii: ['TI/] — rno6anpHas mpo-
nonsHast aedopmanus, I'TIC — rinobanbHBINA TpO-
JOJIBHBIA CTpeMH seBoro xenygouka, MBC — wuie-
Muueckas 6omne3ns cepana, JITIBIT — nmumonpoTenHsr
BbICOKOW mioTHOCTH, JITTHII — xonectepun numno-

NPOTEUI0B HU3KOW ImioTHocTH, MMJDK — Mmacca
MHOKapaa jeBoro xenynouka, CI'XC — cemeiiHas
TUIEPXO0JIECTEPUHEMUSI.

Brenenue

Cewmeitnas runiepxonecrepunemus (CI'XC) — mo-
HOT'€HHOE 3a00JIEBaHUE C IPEUMYIIECTBEHHO ayTo-
COMHO-ZIOMMHAHTHBIM THUIIOM HacJeJOBAaHUs, COIPO-
BOJKJAIOIEECs] 3HAUNTEIbHBIM TOBBIIIEHUEM YDPOBHS
XOJIECTEpUHA JIMIONPOTEUJIOB HU3KOH IIJIOTHOCTH
(JIITHIT) B xpoBu [1]. Pacmpocrpanernocts CI'XC
B 0OmIel TOMyINSIIIUU OIEHWBAaeTCS MPUMEPHO B 1
Ha 200-250 yenoBek [2]. CorjaacHO AMHIEMHOJIOTH-
YECKUM HCCIICIOBAHUSIM, IIPOBEICHHBIM B HEKOTOPBIX
peruonax Poccuiickoit denepanuu, pacnpocTpaHEH-
Hocth CI'XC cocraBnser ot 1 Ha 108 [3] 1o 1 Ha 322
yenoBeka [4]. AKTyaJIbHOCTh CBOCBPEMEHHOU aHa-
THOCTHUKH U JIeueHus 3a00eBaHus 00yCJIOBJICHA MHO-
TOKPaTHBIM PHUCKOM HPEXACBPEMEHHOIO DPa3BUTHS
aTepOCKIIepO3a B CPABHEHUH € OOIIEeH momymsnnei [5,
6]. IIpu 3TOM mpouecchl aTePOCKIEPOTHUUECKOIO MO-
BPEKJICHUSI COCYIOB IIPU CEMEUHOMN TMIEPX0JIECTEPU-
HEMHH MOT'YT HAUMHAThCS YK€ B IETCKOM BO3pPacTe.

B psiae ciyuaeB cpeau MOJIONBIX JIIOAEH B BO3pac-
te 10 30 ner, crpagatronux CI'XC, 3apeructpupona-
Ha umemmdeckas 6one3np cepana (UBC) Beenactaue
aTepOCKJIEpO3a KOPOHApHBIX apTepuil [7, 8]. V nereit
¢ CI'XC noebimenHsiii yposenb JIITHII npuogut
K (hOPMHUPOBAHUIO FHAOTEITUATHHON TUCPYHKINH [9]
U PEMOJECIMPOBAHUIO apTepualibHbIX cocynoB [l10].
[Ipu 3TOM B Hacroslee BpeMsl HEIOCTATOYHO CBEJe-
HUW 0 cepredHoit Mopdonoruu u GyHKIIMA MHOKAp-
Jia TIpU CeMEHHON THIePXOJICCTEPUHEMUN B JIETCKOM
BO3pacTe.

Ha cerogusimHuil 1eHs METOROM BBIOOPA JJIS1 BBI-
SIBJICHUSI CyOKJIMHUYECKOW MUCQYHKIMM CEpIeUHON
MBIl SIBJSICTCS CIEKJI-TPEKUHT 3XOKapauorpa-
¢us. Meton OCHOBaH Ha aHaJIW3€ IBUKCHUS TaK Ha-
3BIBAEMBIX CIEKIIOB (speckle) — depHBIX mim OenbIx
BKpAIUUICHUH, NSTEH, BO3ZHUKAIOUIMX B pe3yJbTaTe
B3aMMOJICHCTBUSI yIBTPa3ByKa ¢ TKaHbIO MHOKapaa.
Criennanu3upoBaHHOE HPOrpaMMHOE oOOecreueHue
CIOCOOHO HICHTU(GHUIMPOBATh BKPAIUICHUS WU OT-
CIIe)KMBATh MX KaJp 3a KaJpoM B TEUEHHUE cepled-
HOT'O IMKJIA, ONPEAEeNsis PAacCTOSHUE M CKOPOCTH,
¢ KOTOpoH mepemeniaercs msaTHO. I[lo X IBHIKEHUIO
MOJIy4aloT AaHHbIE 0 AedopManuyu MHOKapzaa B pas-
JUYHBIX HAIPaBJICHUSX: YJUIMHEHHE, YKOPOUYCHUE
u yronmenue [11]. Ilox nedopmarueit wnm crpeiiHoM
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(strain) TTOHMMAIOT HW3MEHEHHUE ITHHBI MBIIICYHOTO
BOJIOKHA B TE€UEHUE CEPIEUHOr0 LIMKJIA, U3MepsieMoe
B mporieHTax (%). Jns oneHkn GyHKIMH MUOKapaa
JIK ncnone3yroT mokaszaTenb Ti00aibHON MPOJ0h-
Hoii pepopmanmu (I'TIJ], global longitudinal strain),
KOTOpbli onpenensercs B 17 unu 18 cermenrax JIK
13 CTaHAAPTHBIX AlIMKAJIBHBIX MMO3UIMH 1 BBIPaXkaeT-
¢ B BHJC TaK Ha3pIBaeMoOro Obrubero riasa [11, 12].
B 2015 rony P. T. Levy u coaBTOpBI NpeACcTaBUIN
pe3yabpTaThl METaaHaIU3a, BKJIoYaromero 43 uccie-
noBaHus [13], corlacHO KOTOPHIM HOpMa TI00aTbHOM
nponoisHON nedopmaruu JIDK B geTckom Bo3pacte
coctasisieT -20,2 %, HWKHSSA TpaHHULA HOPMBI -18 %
[13]. B nuteparype npencTaBieHbl JaHHBIE IO UCCIe-
noBanuto ['TIJ] y netell ¢ BpOKIEHHBIMH HOPOKaMU
cepaua [14, 15], oxxupenuem [16], MyaIbTHCUCTEMHBIM
BOCHAJIUTENIBHBIM CUHAPOMOM [17-19].

Lenpb nccienoBaHus: MPOBECTU OLEHKY I100aJib-
HOI, CETMEHTAapHOU MPOIOIBHON JIehOopMaIiH JIEBOTO
KeIynouka U (PYyHKIUHU SHIOTENUsS y AeTel ¢ ceMel-
HOH runepxonecTepuHeMuei.

MarepuaJjbl 1 METOAbI

UccrnenoBanne mpoBoamioch Ha 6aze [leTckoro
ueHtpa nunuponorun npu I'AY3 «Jletckas pecny-
OlMKaHCKash KiIWHHWYeckas OonpHUIA» (I. Kazann)
B MIEPHO]T C UFOJIS IO ceHTA0pb 2022 roma. B nccnemno-
BaHUU ydacTBoBasiu 59 aeteil. VI3 Hux 25 310pOBBIX
JIETEel COCTaBIJIM KOHTPOJBHYIO TPYIITY (CpemHuit
Bozpact 10,1 (7,3-14,1) net) u 34 pebenka ¢ nuarHo-
30M «TETEPO3UTOTHAS CEeMEHHas THIePXOJIeCTepHHE-
MHsI» BOIIUTH B OCHOBHYIO TPYTITY (CpelHMiA BO3pacT
10,5 (7,0—14,3) neT) (tadmn. 1). Inaraoz CI'XC BeicTaB-
JISIIA B COOTBETCTBUU C BPUTAaHCKUMHU KPHUTEPUSIMHU
Simon Broome [20]. KpuTepun WMCKIIOYEHHS: BTO-
pUYHas AWCITUTNIHAIEMUS, KypeHHe, NIETH CO CTPYyK-
TYpPHOH TMaToyiorueit cepama. Y BCeX MaueHToB ObLIO
MOJTy4eHO MUCbMEHHOE WH(POPMUPOBAHHOE COTIIACHE
Ha yYacTHE B UCCIICIOBAHIH.

OOmmuii  xonectepuH, Tpurnunepunsl, JIITHIT
W JATIONPOTENHBI BhIcOKoW TuioTHOocTH (JITIBIT) m3-
MEpSUTH C WCTIOTh30BAaHUEM KOMMEPYECKHX HAaOOpOB
(Beckman Coulter, USA) Ha aBTOMaTHYECKOM OMOXH-
MudeckoMm aHanuzarope (Au5800 Beckman Coulter,
USA). DapotennH-1 1 OKCHI a30Ta OMPEACIIsIA Me-
TOIOM UMMYHO(EPMEHTHOTO aHaJIn3a C UCTIOIh30Ba-
HUEM JTHarHOCTHYECKUX HaOOpPOB pPEaKTHBOB (DHPMBI
Cloud-Clone Corp (CHIA) Ha mMMyHO(EpMEHTHBIX
aHaim3aropax Sunrise Tecan (ABctpus) n Multiscan
EX Thermo Electron (Kurai).

Knuandeckoe o0cieoBaHne BKITIOYAIIO TIIATENb-
HBII cOOp aHaMHe3a JKM3HHU, CEMEWHOTO aHaMHe3a,
(pM3HUKaTBHBIA OCMOTP, OIEHKY MHAEKCa MacChl Tela
(UMT), otieHKY apTepHaIbHOTO TaBICHUS.
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Dxokapauorpaduueckoe Ucciae10BaHue MPOBOAU-
nock Ha anmapare Philips Epiq Elite (CLIIA) ¢ ncnois-
30BAHUEM CEKTOPHOI0 JaTyuka S5-1 mo crangapTHOU
Meronuke. OreHka T00aTbHOW W CEerMEHTapHOU
HIPONOJBHON AedopManuy JIEBOro >KelyAouKa Ipo-
BOAWIACH B 4-KaMEPHOM amnMuKaJbHOH, 3-KaMepHOU
U 2-KaMEpHOU MPOEKUUSIX C UCIIOJIb30BAHUEM aBTOMA-
TU3UPOBAaHHOTO HMHCTpyMeHTa u3Mmepenuss TOMTEC
Autostrain LV.

CTaTUCTUYECKHUI aHATIU3 MTPOBOJUIHN C UCIIONIB30-
BaHreM mnporpammbl StatTech v.1.2.0 (pa3paborumk
00O «Crartex», Poccuiickas ®eneparus). Komnge-
CTBCHHbIC JaHHbIC OBLIM MOABEPrHYTHI CTaTUCTHYE-
CKOIf 00pabOoTKe C HCIOIB30BaHUEM ITapaMeTPUIECKIX
WIM HElapaMeTPUUYECKUX METOIOB B 3aBHCUMOCTH
OT pe3yNbTaTOB MPOBEPKH HAa HOPMAJIBLHOCTD paclpe-
JIeJIeHHs, TPOBOAUMOM ¢ momoupto kputepus Ila-
nupo—Yuika. KonnuecTBeHHbIC TaHHbBIE ONHCHIBAJIH

MPU TIOMOIIM 3Ha4yeHWH MenwaHbl (Me) um HWKHEro
u BepxHero kBaptuiei (Q1-Q3) (mpu pacnpenencHu,
OTJIMYHOM OT HOPMAJIbHOTO) MJIM CPEIHUX 3HAUYCHUH
CO CTaHJIAPTHBIMU OTKJIOHeHHsIMU (M+SD) (mpu HOp-
MaJbHOM pacnpeneseHnn). CpaBHEHHE KOJIMYECTBEH-
HBIX TIOKa3aTeled MeXAy IBYMs HE3aBHCHUMBIMHU
IpyIIaMHy BBIIOJIHSIIOCH € TIOMOLIBIO KpuTepus Mas-
Ha-YUTHHU (IpU pacHpenesieHUH, OTIMYHOM OT HOp-
ManpHOTO) min t-kputepust CThrofieHTa (IpU HOP-
MaJlbHOM pacrpeneieHnn). Pa3nmuuus mokasaremnei
CUUTAJIM CTATUCTUYECKHU 3HAaUMMBbIMU pu p < 0,05.

Pesyabrarsi

Hamu mpoBeseH aHaiau3 BO3PACTHO-IIOJIOBBIX
1 (QU3MYECKUX XapaKTEPUCTHK OOCIETOBAHHBIX e-
Teit (tabn. 1). Kak BUIHO M3 MPUBEACHHBIX NaHHBIX,
KOJINYECTBO MaJIbUMKOB U JIEBOYEK OBLIO COINOCTa-
BUMO IO mHony u Bo3pacty. OueHka (u3nuecKoro

Ta6smua 1. Bo3pacTHO-110J10BbIe M (pU3MUYECKHE XapaAKTepPUCTUKHU 00caenyeMbIix aereil, Me (Q1-Q3)

Table 1. Age-sex and physical characteristics of the examined children, Me (Q1-Q3)

XapakTepucTHKA 3nopoBbie Crxc P
Bo3spact 10,1 (7,3-14,1) 10,5 (7,0-14,3) 0,803
ITon 0,749
XK 12/25 (48 %) 17/34 (50 %)
M 13/25 (52 %) 17/34 (50 %)
Pocr, cm 144 (126-163) 145 (126-162) 0,825
Bec, kr 39 (25-51) 40 (25-52) 0,753
IIIT, m? 1,24 (0,92-1,51) 1,27 (0,93-1,51) 0,9389
NMT, xr/m? 17,85 (15,99-19,61) 18,55 (15,97-20,42) 0,2873
z-score UMT 0,1 (-0,4-0,8) 0,2 (-0,4-0,5) 0,382
Z-SCOre Macca Telia K Bo3pacty -0,1 (-0,4-0,3) -0,2 (-0,6-0,2) 0,453
Z-SCOre JUIMHA TeJa K BO3PacTy -0,1 (-0,5-0,5) -0,2 (-0,6-0,5) 0,215

Tabumnua 2. Jlunuaubiii npoguib odcaenyemsbix aereit, Me (Q1-Q3)
Table 2. Lipid profile of the examined children, Me (Q1-Q3)
Ilokazareanb 3nopoBble Crxc P

OX, MMOnB/IT 3,61 (3,30-4,20) 7,30 (6,96-7,64) <0,0001*
JITIBII, MMous/a 1,30 (1,10-1,41) 1,20 (1,10-1,26) <0,0001%*
JITHII, mmons/n 2,20 (1,83-2,43) 5,20 (4,90-5,77) <0,0001*
TT, MMons/n 1,00 (0,75-1,20) 1,2 (0,90-1,30) 0,0175%
WHupexc areporeHHOCTH 1,86 (1,54-2,22) 4,53 (3,84-5,31) <0,0001%*
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pa3BUTHSL NI€T€ OCHOBHOM M KOHTPOJBHOM TI'pymn
HE BBISIBIJIA CTAaTUCTHUYECKH 3HAYMMBIX Pa3Iddui.
NuauBunyaneuslid ananu3 nauueHToB ¢ CI'XC mo-
kazai, 4to 91,1 % (31) u3 HUX MUMETU HOPMaJbHYIO
Maccy Tena 1o z-score UMT. M30piTounast macca Tena
otMmeuanach y 2,9 % (1) nereit, oxxupenue B 2,9 % (1)
ciry4aeB. beskoBo-3HepreTuueckas HeJ0CTaTOYHOCTD
JIETKOH cTereHu BeisiBIeHa y 2,9 % (1) marueHToB.

V neteil KOHTPOJIBHOU TPyl HOPMAJIBHYIO Mac-
cy tena o z-score UMT umenn 92 % (23) nereit. Uz-
ObITOYHAsE Macca Teja 3aperucTpuposasa y 8 % (2)
neteil. benkoBo-sHepreTnueckas HEAOCTATOYHOCTH
HE BbISBJICHA. V3MepeHne apTepuasbHOIo AAaBJICHHS
HE BBISIBUJIO JIETEH C apTepUalIbHOM TUIIEPTEH3UEH,
KaK B OCHOBHOM, TaK U B KOHTPOJIbHOW TPYMIax.

Hamu Ob11 mpoBeieH aHanu3 JTUIHA0TPaMMBI y 00-
CJICZIOBAaHHBIX JIETEH, KOTOPBIN MOKa3ajl CTaTUCTHYe-
CKM 3HAauYMMOE YBEJIIMYECHHE OOIIEro XOJIECTEpHHa,
JIITHIT B rpynne CI'XC, uto sABAsSE€TCA XapaKTePHbIM
JUIsl TaHHOTO 3aboneBanus (tadum. 2). Hapsaay ¢ atum
BeisiBiieHo cHikeHue JIIIBIT (p < 0,0001), yBenuye-
Hue tpurnunepuaoB (p < 0,05) y mereir 0CHOBHOM
IPyIIBI B CPABHEHUH CO 30POBBIMU CBEPCTHUKAMHU.

Bceem petsm ObI1I10 TpoBeIeHO 3X0Kapauorpadude-
CKOE€ MCCIJICIOBAHME, U C/CJIAaH CPaBHUTENbHBIA aHa-
JIU3 TIONTyYeHHBIX TToKa3arenei (Tadr. 3).

3aboneBanusa / Cardiovascular medicine

CratucTHdecky 3HAYMMOW pas3HULBl B IOKa3aTe-
JSIX IHaMeTpa KOPHS aOpThl, aMILIUTY bl PACKPBITHS
A0PTaJIbHOTO KJIallaHa, pa3MepoB JIEBOrO Mpeacep-
JUsl, TPaBOI'o KeJTyI04Ka, TOTINHBI MEXKETYJOUKO-
BOM MEPEeropoAKu M 3aJHEH CTEHKH, KOHEUYHOI'O JU-
ACTOJIMYECKOI0 U CHCTOJIIMYECKOTO Pa3MEpoB JIEBOTO
KEJyJOUKa BBISIBJICHO HE OBLJIO.

Bcem namueHtam ObIJIO MPOBEACHO ONpEAETICHUE
MoKa3aTesiel TeMOJUHAMMKH, U ClIeJIaH MX CPaBHU-
TeIbHBIN aHatu3. OLeHKa IPOBOAMIIACKH 10 TIOKA3aTe-
JIM, XapaKTePU3YIOIMIUM CHUCTOIMYECKYIO (YHKIHIO
JIeBOro Kemynouka: ¢paknusi BeiOpoca (PB) nmeBoro
XKelyiouka, Qpakius ykopodeHus (DY), ymapHbIN
o0beM (YO). Y obcrenoBanubiX aeret OB, @Y, YO
PErUCTPUPOBAINCH B OJMHAKOBBIX AMAIla30HAX 3HA-
YEHUH, U CTATUCTUYECKH 3HAYMMOMN Pa3sHHUIIBI MEXY
rpymmamu noirydeno ue ow10 (p = 0,372, p=0,115, p
= 0,355 COOTBETCTBEHHO).

OnHuM u3 mokazarenied, XapakTepU3yHIIUX I'H-
neptpoduio MHOKappa, SBISETCS Macca MHUOKapaa
neBoro xenynouka (MMJIK). Hamu Ovinm mpoBeneH
aHanu3 UMMIJDK u ero mHIEKCHpPOBAaHHBIX 3HAaye-
HUM. B nccnenyempix rpynmnax CTaTUCTUYECKH 3HA-
yuMblX oTMuui mo MMIJDK, wuHaekcupoBaHHOU
MMUJTXK K rutomiain moBepXHOCTH Tea (I/M?) U K po-
CTYy B CTEIEHH 2,7 TIOITy4YeHO He OBLIO.

Ta6umnua 3. [loka3zaresnu 3xokapauorpaguyeckoro uccjieJOBaHus y aeTeil ucciaeayeMblX [Py,

Me (Q1-Q3)

Table 3. Echocardiographic parameters in children of the study groups, Me (Q1-Q3)

IMoxa3arean 3nopoBrbie CIrxc P

JAo, MM 25,1 (24,2-30,5) 26,0 (23,0-29,0) 0,462
PackAoK, mm 21,0 (18,0-22,0) 18,3 (17,0-20,8) 0,052
JIT, MM 27,3 (25,6-31,1) 25,4 (23,0-27,0) 0,062
DK, mm 12,5 (10,0-14,5) 14,1 (11,0-17.5) 0,320
TMXII, Mmm 6,3 (5,2-7,0) 6,5 (5,4-7,0) 0,461
T3C JIXK, MM 6,0 (5,0-7,0) 6,15 (5-6,8) 0,79
KIP, mm 41,0 (38,0-44,0) 42,0 (38,0-45,0) 0,057
KCP, MM 28,0 (26,4-30,5) 30,0 (26,5-31,0) 0,574
DB, % 67,0 (65,3-71,0) 66,0 (64,0-70,0) 0,372
DY, % 37,0 (34,5-43,0) 36,0 (34,0-42,5) 0,115
YO, mn 41,0 (35,0-45,0) 40,0 (36,0-43.5) 0,355
MM JDK, T 72,7 (47,0-87,9) 74,2 (43,2-81,2) 0,684
VMM JIXK, r/m? 55,3 (47,6-65.9) 58,0 (48,0-66,1) 0,4253
UMM JIK, r/m>’ 25,1 (23,3-29,0) 24,4 (22,4-27.8) 0,892
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[Ipn mHAMBHIYAIBHOM aHAIN3E ITOJTYUYCHHBIX 3HA-
yennit UMMUJIDK? 7 nokasano, 4to y 13 % (4) nereii
¢ CI'XC uccnenyemblii ToKka3aTeib MPEBbIIIAl 3Ha4e-
HUA 95-To mepreHTW . JJaHHBIX MAIlMEHTOB MOXKHO
BBIZICTUTEH B TPYIINITY PUCKA IO Pa3BUTHIO THIICPTPO-
¢bun 1eBoro xeaymodka. [1arueHToB ¢ MpeBHIIICHUEM
3HaYCHUH 99-T0 MepICHTHIIS BBISBICHO He OBLIIO.

Hapsgy ¢ sxokapaworpadueii, IpoBeneHHOM
B M- 1 B-pexxnmax, Mbl OIICHHIIIH TI00QIbHYO U Cer-
MEHTApHYIO TPOAOJIBHYIO JehOpMaIHI0 JEBOTO JKe-
JyIOYKa C WCIOJIH30BAHUEM CIEKI-TPEKHUHT DXOKap-
muorpadun. CTaTUCTHYECKW 3HAYMMBIX —Pa3IAdHi
CpPemHUX 3HAYCHUH T00ambHON MPOMOIBHON Aedop-
MaIli{ MEXK Ty TPyIIIaMH BBISIBIICHO He ObLTO (Tald. 4).

Puc. 1. Pe3ynbrarhl 17100a/1bHOM NPOA0JIbHOI 1epopMaliuy J1eBOro xeaynouka (-14,7 %) y pedenka
¢ ceMeliHOM runepxoJiecTepuHeMuei

Figure 1. Results of global longitudinal deformation of the left ventricle (-14.7 %) in a child with familial
hypercholesterolemia

b
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Puc. 2. Pe3yabTaThl 171002J1bH0I IPOA0JILHOM AedopManmu JieBOro xkeyaouka (-17,7 %) y pebenka
¢ ceMeliHOM runepxoJiecTepuHeMuei

Figure 2. Results of global longitudinal deformation of the left ventricle (-17.7 %) in a child
with familial hypercholesterolemia
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Ta6umua 4. Iloka3aresu rj100aJIbHOI U CerMeHTAPHOI NPOAOJIbHOI JedopMaLMuU JIEBOT0 KeJTYA0UKa
y aereil ucciaeayembix rpynn M+SD

Table 4. Indicators of global and segmental longitudinal deformation of the left ventricle in children
of the studied groups M+SD

Ioxka3zarean 3nopoBbie Crxc p
I'moOanbHbIH -22,5(2,5) -21,2(2,9) 0,072
basanpHblil nepegHuii -20,6(2,9) -22,3(2,5) 0,63
BazanpHbIil IepenHe-meperopoI0IHbIH -23,4(2,5) -17,5(1,8) 0,004*
BazanbHbIil HIXKHE-TIEPErOPOIOTHBIIH -23,5(3,6) -22,8(2,9) 0,25
bazanbHbiil HUKHUN -21,4(3,3) -16,4(3,1) 0,021*
bazanbHbIH HIDKHEOOKOBOM -22,3(3,5) -21,4(2,7) 0,52
BazanpHbIit mepenHeO00KOBOM -21,3(4,3) -20,5(3,6) 0,09
CpenHuii nepeqHUi -24,2(4,2) -22,6(3,8) 0,42
Cpemunii iepeaHe-TIeperopoIoIHbIN -20,6(2,9) -22,3(4,2) 0,08
CpenHuil HuXKHe-IeperopogouHbIi -19,9(2,7) -21,4(3,8) 0,56
Cpenuuii HIKHUH -23,5(4,2) -21,6(2,5) 0,06
Cpennuit HI>KHEOOKOBOH -22,3(3,2) -23,1(2,9) 0,23
Cpenuuii nepeaHe00KoBOH -23,6(3,8) -20,5(4,3) 0,35
ATNUKaTbHBIA TTepeTHni -21,6(2,9) -19,6(3,9) 0,06
ATKaNbHBIA TIepeIHe-TIePETOPOTOTHBII -22,8(3,9) -17,8(2,7) 0,003*
ATKanbHBIA HIDKHE-TIEPErOpOIOTHEIH -21,9(3,6) -23,4(3,5) 0,09
ANMKaIbHBIA HUKHUH -20,5(3,5) -21,9(2,2) 0,06
ATHAKaITbHBIA HIKHEOOKOBOM -19,8(4,5) -20,5(3,9) 0,25
AnuKaIbHBINA TIEpeTHCOOKOBOM -22,6(3,8) -21,2(4,3) 0,34

Ta6umua 5. [loka3aresu ypoBHs 3HI0TeJIMHA-1 U OKCUIA a30Ta Yy JAeTeil uccjeayeMbIX IpyI,

Me (Q1-Q3)
Table 5. Indicators of the level of endothelin-1 and nitric oxide in children of the studied groups,
Me (Q1-Q3)
3nopoBrbie CIrxc
Iloxa3aresn (n=121) (n=122) P
Ouporenus-1, pmoss/min 0,051 (0,031-0,073) 0,208 (0,059-0,405) <0,0001*
Oxcut a30Ta, MKMOJIB/J 31,0 (25,0-36,0) 61,0 (42,5-93,0) <0,0001*

OpHako MHAMBUAYAJIbHBIA aHAIU3 MOKa3aj, 4To y 2
maruedToB ¢ CI'XC ormewanochk cHmxkenue [TIJ
no -14,7 % wu -17,7 % coorBercTtBenHo (puc. 1, 2).
AHaM3 cerMeHTapHON MPOIoJIbHON edopMannu
BBISIBUJI CTATUCTUYECKH 3HAUMMOE CHHYKEHHE IT0Ka3a-
teneil y marueHToB ¢ CI'XC Ha ypoBHEe 0a3ajbHOTO

U anMKaJbHOIO HepeiHe-NePeropoaouHoro, 0a3aib-
HOTO HWKHET'0 CETMEHTOB (TaoI. 4).

B Hacrosiem uccnenoBaHuy Oblia MPOBEIEHA OLICH-
Ka KOJIMYECTBEHHOTO COICP)KaHMS B CHBIBOPOTKE KPOBHU
sHAoTenuHa-1 u okcuaa azora y namueHto ¢ CI'XC
Y 3/I0pOBBIX CBEPCTHUKOB (Tabim. 5). [Ipu cpaBHUTENH-
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HOM aHaJh3¢ OBLIO BBISBJICHO CTATUCTHYECKU 3HAYH-
MO€ TIOBBINIIEHHE KOHIICHTPAIH YHI0TeNTNHA-1 B TpyTI-
ne gereit ¢ CI'XC — 0,208 (0,059-0,405) ¢moms/n
OTHOCHUTENBHO 310poBhIX aereit — 0,051 (0,031-0,073)
¢dmome/m, (p < 0,0001). [Tpu orieHke okcua a3ora 3ape-
TUCTPUPOBAHO CTATHCTUYECKH 3HAYMMOE YBEIMYCHHUE
KOHIIEHTpanuy okcra azora y manuertoB CI'XC (61,0
(42,5-93,0) MKMOITB/JT) OTHOCHTEIIHHO 37I0POBBIX CBEP-
ctankoB (31,0 (25,0-36,0) mxmons/), p < 0,0001.
[IpencraBnseT MHTEpEC aHATU3 COCTOSHUS (PHU3H-
YECKOT'O0 PAa3BUTHS, CEPIEYHO-COCYANCTONH CHCTEMBI
n nabopaTopHbIX mokasareneit pereir ¢ CI'XC, nme-
romux npuszHaku cHukenus I'TIJ[. Cnemyer orme-
THTh, YTO Y NAHHBIX MAIIMEHTOB TaKUX OTKJIOHEHHH
B COCTOSTHUH 3JIOPOBbSI, KaK OKUPEHUE, apTepraibHas
TUTIEPTEH3HS, THIEePTPOQHS MUOKapAA JIEBOTO KEIy-
JTI0YKa, BBISIBJICHO He ObLI0. B TO ke BpeMs y OHOTO
W3 HUX 3aperiucTPUPOBAHO YBEIUYCHHE YPOBHS SHI0-
tenuHa-1 10 0,35 ¢pMOIB/MIT, 9TO BEIIIE CPETHUX 3HA-
yenwnit 1uist koroptel geteit ¢ CI'XC (0,208 dhmons/mm).

Obcy:xknenue

B HacTosieM uccae0BaHUY HaMU ObLIT ITPOBEICH
CPaBHUTEJIbHBIN aHAJIN3 MOKa3aTelel IXOKapauorpa-
¢uy, BKIIOYAIOINN HApsAy C MapaMeTpamu, MOJy-
YeHHBIMH B M- 11 B-pexxumMax, pe3ynbTarhl ClieKI-Tpe-
KHHI 3XoKapauorpaduu, Cpeau 3H0pOBBIX JAeTeil
U JeTeH, CTpajaroluX CEeMEHHON TMIepXOJeCTEPH-
Hemuei. IIpu Ucnonb30BaHUU CTaHAAPTHOM 3XOKap-
nuorpaduu 3HAYMMBIX W3MEHEHUH CHCTOIMYECKON
(GyHKIIMY MUOKapaa noxy4yeHo He Obuio. [Ipumenenue
OoJiee YyBCTBUTEIBHOM METOIMKH OLEHKHU Aedopma-
LMY MUOKapJa — CIEKJ-TPEKUHT 3XoKapauorpaduu,
MO3BOJIMJIO 3aPETUCTPUPOBATh CYOKIMHMYECKUE Ha-
pywmeHnuss (GYHKIMH MHOKapia JIEBOTO >KEIYHOUKa.
BeisiBiIeHO, 4TO ceMeiHas TIHIEpXOJIEeCTEPUHEMMUS
B JIETCKOM BO3PacTe COIPOBOXKIACTCS CHUKCHU-
€M CerMeHTapHOW MpoAoIbHON nedopManuu B Oa-
3aJIbBHOM M aNUKaJbHOM IE€peIHE-NePEropoa0UHBIX,
a Takxe 0a3albHOM HHXXHEM cermeHTax. CraTucTu-
YeCKH 3HAYMMBIX OTIUYHUH TI00aTBHON MPOIOIBHON
nedopmanuu JIK mexay nccnenyeMbIMu rpynmnamMu
3aperucTpupoBaHO He Ob10. ONHAKO PH UHIUBUIY-
aTpHOM aHanm3e y 2 marueHToB (5,8 %) oTmeuanoch
camxenue ['TIJI.

AHanu3 JIUTEepaTypsl IOKa3aj, uTo psn 3abone-
BaHUH B AETCKOM BO3pacTe IPUBOIUT K HAPYyLICHUIO
(YHKIIMM MHOKapAa U CONPOBOXKIACTCS CHUKEHUEM
CEeTMEHTapHOH MPOAOIBHON AeopMarii, a UMeH-
HO — Yy JeTed ¢ apTepuayibHOM runeprensuei [21],
OXXMpEHHEM [22], BpOXKIECHHBIMU MOPOKaMU Ccepaua
[14, 15] mpu HOpMaBHOW (PpakIu BBIOpOCA JIEBO-
ro xeiaynoudka. MccnenoBanust aedopmanuu JeBOro
xKenynouka cpenu namueHToB ¢ CI'XC B nmeTrckoM
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BO3pacTe paHee He HPOBOAMINCH. B nureparype
IpEACTaBlICHa €AMHMYHAS MyOnMKalus IO OLCHKE
nedopmaruu JIXK y neteit ¢ runepxonecrepuHeMueit
[23], B KOTOpOI1 Tak ke, Kak U B HallleM HCCIEI0Ba-
HUM, BbIsiBIeHO cHMkeHue ['TIJ] B koropre yyacTHH-
koB ¢ nosbiieHueM JIITHIT oTHOCUTENBHO 30POBBIX
CBEPCTHUKOB.

Hamu mnposeneH aHanu3 (yHKUHMH BHIOTETHS
Ha OCHOBaHMM M3YYEHUs COAEPKaHUs 3HIOTENHNHA-]
M OKCHJIA a30Ta B CBIBOPOTKE KPOBH. BbIsIBICHO, UTO
ceMeliHasi THUIEepPXOJECTEPHUHEMHUSI COMPOBOXKIACT-
Csl CTAaTHCTUYECKH 3HAYMMBIM IOBBILICHUEM YPOBHS
3HIOTENMHa-1 ¥ OKCHAa a30Ta B CHIBOPOTKE KPOBH
OTHOCHUTEJIBHO KOHTPOJIBHON I'pynmbl. BeposiTHO, BbI-
COKMH ypoBeHb okcuza azora y aereit ¢ CI'XC sBius-
eTCsl KOMIICHCAaTOPHOM peaklueil B OTBET Ha THIEp-
HNPOAYKIHMIO SHAOTENINHA-1, SABISIOMErocs OJHUM U3
CaMbIX MOIIHBIX Ba30KOHCTPUKTOPOB. [loixyueHHble
Pe3yJbTaThl HO3BOJISIIOT TOBOPUTH O TOM, YTO Y AeTEH
¢ CI'XC mpowucxoasT mporeccsl (OpMUPOBAHUS IH-
JOTENHAIBbHON NUCHYHKINH, BO3MOXKHO, HAXOASMIIN-
ecsl BO B3aMMOCBSI3H C YBEJIMYECHUEM YPOBHSI OOLIETO
xonectepuHa u JITTHII B cbIBOpOTKE KPOBH.

IIpoBeneHHbIE paHEe HCCIICAOBAHMS TIOKA3aJIH, UYTO
TaKHe CEpIeYHO-COCYAMCTHIe 3aboneBaHus U (ak-
TOpBl PHUCKA, KaK HIIeMuyeckas OOJe3Hb Cepaua,
TUIEpTOHHUYECKast OOJe3Hb CepAla, AuadeTHyYecKas
KapIUOMHUONATHsl, THIEPXOJIECTEPUHEMUS, MOTYT
IOPSIMO MJIM KOCBEHHO BBI3BIBATH CEPICUHBIE MaKpo-
COCYIIUCTBIE W/MJIM MHKPOCOCYAUCTBIC aHOMAJINU.
OKCIIEpUMEHTAJIBHBIC MCCIECAOBAHMS TPOAEMOHCTPHU-
POBaJ, 4YTO FUIEPXOJIECCTEPUHEMHUS MOKET IIPUBECTH
K CepACYHOM TrUIepTpOodHH C MOMOLIBI0 HECKOIBKUX
MEXaHU3MOB, TAKHUX KaK IOBBILICHUE KOHIEHTPALUH
SHJIOTEJIMHA B IIa3ME KPOBH, YTO MPUBOAMT K Ba30-
MOTOPHBIM W3MEHEHUSIM, aKTUBALUU THIIEPTpodHUe-
CKHX CHUTHAQJBHBIX IMyTeH B KapAHOMHOLMTAX U yCHU-
JICHUIO CEPIIEYHOT0 OKUCIUTEIBHOr 0 cTpecca [24, 25].
Takke oTMedanach accoLUanusl THIIEPXOIeCTEpUHe-
MHH CO CHUKEHUEM SKCIPECCHH KOHHEKCcHHa-43, BbI-
3BIBAIOIIETO MOBPEXKACHUE COCYIIOB M COKPATUTEIIb-
HYI0 TUCPYHKIIUIO MHOKapaa [26].

TakuMm 00pa3oM, OCHOBBIBAsSCh Ha IPEACTABIICH-
HBIX BBIIIC MCCICAOBAHUSIX, MOXKHO MPEIIONIOXKHUTS,
YTO BBISIBJICHHAS HAMHU SHAOTENNaIbHAS IUCHYHKIIUS
y nereit ¢ CI'XC, BeposiTHO, IBASIETCA OJHUM U3 Me-
XaHU3MOB DPa3BUTHS CYOKIMHHYECKOH AMCHYHKIUU
MHOKap/a JEBOTO0 KeJyJ0YKa U OOBIACHSACT CHUKECHHUE
MPOAOIBHON cermMeHTapHoi nedopmanun JIXK. Jletn
¢ CI'XC 06e3 mpyrux COMyTCTBYIONIUX 3a00JIeBaHUN
NPEACTAaBIAIOT OO0 YHHMKAJIbHYIO KIMHHYECKYIO
BO3MOXKHOCTb OLICHUTh pPaHHHE 3(PQEKTH Hacnen-
CTBEHHOH TI'MIIEPXOJIECTEPUHEMHH Ha CEpIEUHO-CO-
CyOucTylo cucremy. lIpuMeHeHHE CIeKI-TPEKUHT
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9XOKapauorpapuu, BO3MOXKHO, II03BOJISIET HA CaMbIX
PaHHUX CTaAMsIX BBISIBUTH NPU3HAKH AUCHyHKLIHN
MHUOKap/la B BHJI€ CHUKCHHS IPOAOJIBHOH CErMeH-
TapHOH ieopMaIu B 3TOM KOrOpTe MalueHTOB, TIPH
OTCYTCTBHH IATOJIOTMYECKUX OTKJIOHEHUH IpU Ipo-
BEACHUU CTaHJapTHOM 3XoKapauorpaduu.
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