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Ieab nccnenosanus. U3yuntb cocrosinne GyHKIMN IHAOTENSA Y IeTeil ¢ ceMeiiHoii runepxosiecTepuHeMueii myTeM OleHKH NOTOK-
3aBHCHMOIi BA30WIATALIMM ILI€YEBOii APTEPUM U YPOBHSI OKCHIA a30TA M SHIOTEINHA- 1 B CBIBOPOTKE KPOBH.

XapakTepuCcTHKA JieTeil M MeToIbl ucciienoBanus. B uccienosanuu yyacrsoBaim 62 pedenka, u3 Hux 30 nereii (cpeanuii Bo3pacT
10,3+2,8 roga) ¢ 1MarHo3om «cemeiiHasi TMNIEPXOJIeCTEPHHEMHs], reTepo3uroTHas opma», He NPMHUMABLINE JUNUICHIKAIOULYIO
Tepanuio (OCHOBHAs rpynmna); 32 310poBbix pedeHka (cpeanuii Bo3pact 10,3+2,8 roma) cocTaBuiim KOHTPOJIBHYIO TPymimy. DHI0-
TeJauH-1 M OKCHI 230Ta B CHIBOPOTKE KPOBH ONpeelisiid MeTOI0M UMMYHO()ePMEHTHOTO AHAIN3A, MOTOK3aBUCHMYIO Ba30IWjIa-
TalMIo IUiedeBoii aprepun — Ha anmapare Philips Affinity 70 (Release 3,0.3, Philips Healthcare, CILIA).

Pesyabrarbl. AHAIN3 YPOBHS SHAOTEINHA- 1 He BbISIBHJI CTATHUCTHYECKH 3HAYMMBIX PA3JIMYMil IO ITOMY MOKA3ATEI0 MEXKIY 310PO-
BBIMH JIETbMH ¥ NIAIMEHTAMH C ceMeiiHoii runepxonectepunemueii (0,213 [0,012; 0,368] u 0,227 [0,15; 0,315] nmoJib/J1 cOOTBET-
cTBeHno; p=0,062). YpoBenb oKcHIa a30Ta y 3/0pOBbIX jaeTeii cocraBmi 33,6 [20—51] MkMoJIb/J1, B TO BpeMs KaK NpH ceMeiHOi
TUNEPX0/1eCTePUHEMHH OH ObLT CTATHCTHYECKH 3HAYMMO Bbilie — 103,7 [48—152] mxmouns /i (p=0,001). IToTok3aBucumas Ba3oau-
JaTauus 1ieveBoil apTepun y 310poOBbIX AeTeil cocraBmia 9,82 [7,8; 11,2] %, npu cemeiinoii runepxosiecTepuHEMHH 3TOT MOKA3a-
TeJIb UMeJ TEHIEHIMIO K CHIKennio — 9,46 [6,5; 10,8] % (p=0,742).

3akmouenne. Vccienosanne GyHKIMH SHAOTENMS Y JeTeil ¢ CeMeiiHOi runmepxoJiecTepuHemMueii B Bo3pacte 7—11 jieT BbIABUIO
yBeJInYeHHe KOHIEHTPAIIMM OKCHJIA a30TAa 10 CPABHEHMIO C TAKOBBIM Y 30POBBIX CBEPCTHHKOB, BEPOSITHO, KOMIIEHCATOPHOTO XapaK-
Tepa. [ToTok3aBucuMas Ba3oauIaTanus njie4eBoil aprepuu U ypoBeHb SHAOTEIMHA-1 10CTOBEPHO He OTIMYAIUCH OT AHAJOTHYHBIX
MoKa3areJieil KOHTPOJIbHO rpynmbl. BBUIY BO3MOKHOr0 KyMy/ISTHBHOTO JA€ACTBHUS JTUNONPOTENHOB HU3KOii INIOTHOCTH HEOOXOIMMO
MOHUTOPUPOBAaHUE (PYHKIMM IHAOTEHS Y eTell C ceMeifHOi runepxosecTepuHeMuei B JTUHAMUKeE.

Karoueewte caoea: demu, cemeiinas eunepxonecmepuremus, OUc@yHKyus 3H0omeaus, NOMOK3aeucumMas 8a300ULamayus, 0Kcuo azo-
ma, sndomenun-1.

Ansa umtupoBauns: lanvmoBa J1.®., CagbikoBa [.U., JleoHTbeBa U.B., CnactHukosa E.C., Kypmaea H.LL. ViccnepoBaHue noTok3aBUCUMO
Basogunaraumm rnae4eBori apTepumn v ApYrux MapkepoB QYyHKUNN SHAOTENNS y AETeVi C CEMEKHON rmnepxonecTepuHemMmeii. Poc BeCTH nepu-
Haton v neguatp 2020; 65:(5): 169-175. DOI: 10,21508/1027-4065-2020-65-5-169-175

Objective. To study the state of endothelial function in children with familial hypercholesterolemia by evaluating the flow-dependent
vasodilation of the brachial artery and serum nitric oxide and endothelin-1 levels.

Children characteristics and research methods. The study included total 62 children: 30 children (mean age 10,3 years *+ 2,8) with
a heterozygous form of familial hypercholesterolemia, not taking lipid-lowering therapy (main group), and 32 healthy children
(mean age 10,3 years * 2,8) in the control group. The content of endothelin-1 and nitric oxide in blood serum were determined
by enzyme immunoassay. Flow-dependent vasodilation of brachial artery was measured using Philips Affinity 70 (Release 3,0.3,
Philips Healthcare, USA).

Results. The analysis of endothelin-1 level did not reveal statistically significant differences between healthy children and patients
with familial hypercholesterolemia (0,213 [0,012; 0,368] and 0,227 [0,15; 0,315] pmol/l accordingly; p=0,062). The level
of nitrogen oxide in healthy children was 33,6 [20—51] pmol/l, while patients with familial hypercholesterolemia had statistically
significantly higher level of nitrogen oxide — 103,7 [48—152] pmol/l, p=0,001). Flow-dependent brachial artery vasodilation
in healthy children was 9,82 [7,8; 11,2]% and in patients with familial hypercholesterolemia this indicator was decreased — 9,46
[6,5; 10,8]% (p=0,742).

Conclusion. A study of endothelial function in children with familial hypercholesterolemia aged 7—11 years revealed an increase in the
concentration of nitrogen oxide relative to healthy patients, probably of a compensatory nature. The flow-dependent vasodilation
of the brachial artery and the level of endothelin- 1 did not significantly differ from the control group. Due to possible cumulative effect
of low-density proteins, it is necessary to monitor endothelial function in children with familial hypercholesterolemia in dynamics.

Key words: children, familial hypercholesterolemia, endothelial dysfunction, flow-dependent vasodilation, nitrogen oxide, endothelin-1.
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BnocneL[HMe roabl Bce OoJiblliee BHUMaHUE TIpU-
BJIEKAIOT BOIPOCHI paHHEW JMArHOCTUKU JMCIIM-
MUIEMUI M WX OCJIOXHEHWN Cpeau TeauaTpuyecKoi
MOMyNSALMUA. DTO OOYCIOBJIEHO BBICOKOW pacrpocTpa-
HEHHOCTbIO HACJIEICTBEHHBIX TUTIePIUNTUAEMU, B 4acT-
HOCTM CEMEWHON TUIEepXOoJeCTepUHEMUU, U MHOTO-
KpaTHBIMU PUCKAMU Pa3BUTHSI PAaHHETO aTepoCKJeposa,
CBSI3AHHBIMU C HUMMU.

CemMeifHast TUIEpXOJECTEPUHEMUSI — MOHOTEHHOE
3a00/ileBaHUE C TIPEUMYIIECTBEHHO ayTOCOMHO-0-
MUWHAHTHBIM TUIIOM HacJeOBaHUs, COIPOBOXIAI0-
1meecsl 3HAYUTEbHBIM TOBBIIIIEHUEM YPOBHSI XOJECTe-
pUHA JIMIIONPOTEUHOB HU3KOoM miaotHoctu (XC JITTHIT)
B KpoBu [1]. PacmpocTpaHeHHOCTh ceMelHOI Turmep-
XOJIECTEpPUEeMUN B OOIIEei TOMYJISIIUU COCTaBIISIET MPU-
MepHo | Ha 200 yenoBek [2]. OTCyTCcTBUE CBOCBPEMEHHO
NUArHOCTUKW W Tepanuu 3a00JieBaHUs acCOLMMPYETCS
C pa3BUTUEM pPaHHETO aTepoCKIIepo3a, CepAeYHO-COCY-
NIUCTOM TATOJIOTUM W CMEPTHOCTU YK€ B TpeThei—ueT-
BepToit aekane xu3HU [3]. K coxamennio, ormedyaercs
HU3KUI YPOBEHb JUArHOCTUKU W TMPUBEPKEHHOCTU
MalMeHTOoB K JieueHu1o [4, 5].

M3BecTHO, uTO Takue (pakTopbl pucKa, KaK OXHUpe-
HUe, caxapHbIii nuabeT, TUIepXOoJeCTepUHEMUs, TPU-
BOJSIT K BOBHUKHOBEHUIO M MPOTPECCUPOBAHUIO aTepO-
CKJIEPOTMYECKOTO TIpoliecca, B YaCTHOCTU K HapYIIEHUIO
CTPYKTYPbI U QYHKIIUU COCYT0B, KOTOPbIE MOXKXHO OOHa-
PYXUTH yXe B paHHeM Bo3pacTe [6—8]. [TepBbIM 1rarom
B aT€pPOCKJIEPOTUUYECKOM TIPOLIeCCe SIBJISIETCS] HapyIlIeHNe
dysk1mm sugoTenus [9].

CocynucThiii  2HIOOTENWM  TIpeacTaBisieT co0oit
OMHOCJIOMHBINA TUIOCKOKJETOUYHBIM CJIOW  TOJIIMHOW
or 0,2 1o 4,0 MKM. DHIOTEINAIbHBIE KJIETKHN, BBICTH-
JIaloIIME BCIO COCYIMCTYIO CeTh, 00pa3yloT TMpOHHUIlae-
MY OMOJIOTUUECKYIO TTOBEPXHOCTh MEXIY 3JIeMEeHTaMuU
LIUPKYJIUPYIOIIeld KPOBM U pPa3IMYHBIMU OpraHamu
U paccMaTpUBalOTCS B KaueCTBe Oapbepa MeXIy KPOBbIO
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OPUINHAJIbHBIE CTATbU

U TKaHsAMU. B Hacrosiiee Bpems dHIOTEIWI MpU3HAH
KJTIOUEBBIM PETYJISITOPOM COCyaucToro romeocrasa [10].
OH urpaet BaxXHYIO POJib B PETYJISILIMA TOHYCA COCY/IOB,
npoaudepaluy TIaAKOMBIIIEYHBIX KJIETOK, BOCIaye-
HUM, TeMocTa3e, arperaiu TPOMOOIIMTOB W TPOMOO-
obpazoBanun [11].

OnHa W3 OCHOBHBIX (DYHKIIMI B3HAOTEIUS COCY-
JIOB — PEryJisilusl pelakcallluu TJaJKOMBIIIEUHBIX Kile-
TOK B pe3yjbraTe CHUHTE3a M BBICBOOOXIEHUS CITeLM-
duyecKnX peryasaTOPHBIX CYOCTaHIIMII — OKCHJa a3oTa
U 3HAoTeNnHa- 1. Mi3BecTHO, YTO OT COOTHOIIEHUS 3THUX
Ba30aKTHUBHBIX BEIIECTB B TUIa3Me KPOBU 3aBUCUT CTe-
MeHb Ba3onwiaTallii WM Ba3oKoHCTpukiuu [12, 13].
IlokazaHo, 4TO yBeIMYEHUE CKOPOCTU M CUJIbI, OKa3bl-
BaeMO€ KPOBOTOKOM Ha SHIOTeJIMalbHble KiIeTku [14],
MOBBIIIAET TPOAYKIIMIO OKCHIa a30Ta IyTteM (ochopu-
JIMPOBaHUSI SHIOTEJIMAIBLHOM CHMHTa3bl OKCHMIA a30Ta.
ITocne cunTe3a okeun azota AMdGYHIUPYET Yepe3 dHI0-
TeJUil B TIPUJIETAIONIYI0 TJIAAKYI0 MBIIIILY cOCyaa, Tae
OH CBSI3bIBAa€T U aKTUBUPYET I'yaHWJIMILIMKIIA3Y, YTO MPU-
BOAMT K MpEBpalleHnIo TyaHO3uHTpudochaTa B IUKIU-
yecknii TyaHosnHMoHOMochar (IIM®D). 3atem n MO
WHTUOUPYET MPUTOK KaJbLIMSA B KIETKW TJIAJKWX MBIIIIL]
W YMEHbIIIAEeT KaJbIIMi-KaTbMOAYJIMHOBYIO CTUMYJISILIUIO
IJIaAKOMBIIIIEYHBIX KJIETOK, KOTOpasi CHUXaeT ux (oc-
¢dopunupoBaHue. B pesynbraTte 3TO MPUBOAUT K YMEHb-
IIEHWIO CTla3Ma MIaJKWUX MBIIII, AUIaTalnu, yBeaude-
HUIO TIPOCBETa COCy/a U TMPUTOKY KPOBU B 3aBUCUMOCTHU
OT KOHKPETHBIX TOTpeOHOoCcTel TkaHei. OKcup azora —
HauOoJyiee MOIIHBI M3 BHAOTEHHBIX Ba30IMUJIATOPOB,
CTUMYJIMPYIOIINIA TTPOIOIKUTEBHYIO peaKCcalluio COCy-
JIOB ¥ YyYaCTBYIOIIMM B PETYJISILIMU TOHYCa KPOBEHOCHBIX
u nuMmdaTdeckux cocyaoB. IMEHHO OT ero KOHILIeHTpa-
1IMM 3aBUCAT apTepualibHOE NaBJieHWe, MHTEHCUBHOCTh
KpOBOOOpalleHus B TKaHsIX U opraHax [15].

Hpyroe BaxHOe OWOJIOTUYECKM AaKTUBHOE Bellle-
CTBO, BbIpabaTbhIBaeMOE€ SHAOTEIMEM — OSHIOTEJUH-1.
K ero rmaBHOMYy 3(pdekTy OTHOCAT BAUSHME Ha TJai-
KM€ MBIIIBl COCYI0B, B YaCTHOCTH Ba30KOHCTPUK-
1110, aKTUBAILIMI0O MUTOTEHe3a, Mpojindepalnio KIeToK
n GUOpPO3 MHTUMBI C TIOBBIIIEHUEM XXECTKOCTH COCY-
11oB [16]. C yueToM ero BbIpaskeHHOTO Ba30KOHCTPUKTOP-
HOTO JEWCTBUS BHAOTEIMH-1 paccMaTpuBaeTcsl B Kaye-
CTBE€ OJHOW W3 BAXHEWINWX TPUYUH apTepUaTbHON
runepreH3uu [17] u octpoit nmemun muokapaa [18, 19].

Bornpocs! nuchyHKIMT 9HAOTEINST XOPOIIO U3YYeHbI
MPU OXKUPEHUU, apTepUaAIbHOM TUTIEPTEH3UN, UIIEMUYe-
cKoii 6oJsie3nu cepaua [15, 20—22]. OgHako npu ceMeii-
HOWl TUTIEPXOJIECTEPUHEMUN, OCOOEHHO Cpenu Meau-
aTpyUyecKol TMOMyJsIIMUA, 3Ta 00JacTh HEIOCTAaTOYHO
ocBellieHa. B HacTosiiiee BpeMsi M3BECTHBI HECKOJIBKO
METOMOB OrlpeeeHns] (PYHKIIMOHAIBLHOTO COCTOSIHUSI
aHporenusi. OHM OCHOBaHBI Ha HEIMOCPEICTBEHHOM
OTpeIeICHUU YPOBHS OMOJIOTMYECKU aKTUBHBIX BEIIECTB
B CBIBOPOTKE KPOBHM, a TakKe Ha MPOBeIeHUN (DYHKIINO-
HaJIbHBIX P00 UTIST OLIEHKU MOTOK3aBUCUMOI Ba3oauIa-
Tauu [23, 24].
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Tanumosa J1.D. u coagm. ViccnenoBanue moTok3aBUCHMOIi BA30IMIATALINH TIJIEYEBOI apTEPUU U IPYTUX MapKePOB (GYHKIIMU SHIOTEUS Y ETei. .

Ileap uccnenoBaHus: M3Y4YUTh COCTOSTHUE (DYHKIIMU
9HIOTENS y IE€TeU ¢ CeMEMHOUN runepXxoaecTepuHeMUen
MyTeM OLIEHKM MOTOK3aBUCUMOW Ba3omuJiaTalluu Iuie-
YeBOIl apTepuu, YpPOBHSI OKCHIA a30Ta U SHIOTeIMHA- |
B CBIBOPOTKE KPOBU.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUSA

HccnenoBanue npoBoausioch Ha 6aze JIeTcKoro 1eH-
Tpa JIUMUAOJIOTUY NpU [IeTCKOM pecyOIMKaHCKOM KITr-
HuYeckoir OosbHUIlE. B wMccnemoBaHMM yvyacTBOBaIU
62 pebenka, n3 Hux 30 mereit (Bospact 10,3+2.8 roma)
C JMArHO30M «CeMelHasl TMIePXOJeCTepUHEMUsI, TeTe-
po3urotHast ¢GopMma», He TMPUHUMABIINE JIATTUICH-
VOKaroUIylo Tepanuio (OCHOBHAs rpymria); 32 310pOBbIX
pebeHka (Bo3pact 9,8+3,5 romga) cocTaBUIM KOHTPOJIb-
Hyto rpynny (tab6a. 1). KiauHuueckoe oOcienoBaHue
BKJTIOYAJIO COOp aHaMHe3a XU3HU, CEMEHHOTO aHaMHe3a,
OCMOTp M 00ClIeqoBaHKNe ¢ TIPUMEHEHUEM (PU3UKATBHBIX
METOJIOB, OIIEHKY MHIeKCca MacChl Tena. J{naraos3 cemeii-
HOM TUIIEPXOJIECTEPUHEMHUU BBICTABISUIM B COOTBET-
CTBUU ¢ OpUTAaHCKUMM KpuTepusimu Simon Broome [25].
Kputeprn WCKIIOYeHUS: BTOPUYHAS TUCTUTIMIEMUS,
apTepuajbHasl TUTIEPTEH3USI, OXUpeHue. Y Bcex Malu-
€HTOB U WX 3aKOHHBIX MpeACTaBUTENEH OBIIO MOJTYIeHO
MMMChbMEHHOE WH(MOPMUPOBAHHOE COTJIACHE HAa yJacThe
B MICCJICIOBAHUM.

YpoBeHb 00IIero XojiecTepuHa, TPUIJIUIIEPUIOB,
XOJIeCTepUHA JIUTIONIPOTEMHOB HU3KOW TIJIOTHOCTH
(XC JITTHIT) u xonectepyHa JUMONPOTEUHOB BBICO-
koii iotHocTu (XC JITIBIT) uamepsiivu ¢ UCIONIb30-
BaHMeM KomMepueckux HabopoB (Beckman Coulter,
CIIA) Ha aBTOMaTUYECKOM OMOXMMMYECKOM aHaJM-
3atope (Au5800 Beckman Coulter, CIIA). YpoBeHb
9HAOTeJMHAa-1 U oKcuaa azoTa OMpeAessiidi METOIOM
UMMYHO(GEPMEHTHOTO aHajn3a C WCIOIb30BaHUEM
IMaTHOCTUYECKUX HAaOopoB peakTuBOB (upmbl Cloud-
Clone Corp (CIIJA) Ha MMMyHO(MEPMEHTHBIX aHa-
auzatopax Sunrise Tecan (ABctpusi) u Multiscan EX
Thermo Electron (Kurait).

M3MmepeHue MoToK3aBUCUMON BazonuiaTalluy Tiie-
YyeBOil apTepuu mpoBoawian Ha ammapate Philips Affin-
ity 70 (Release 3.0.3, Philips Healthcare, CILIA) ¢ nipu-
MeHeHWeM JMHelHoro matuymka L12—5 [26, 27]. Bbur
BBIOpaH HamOoJee TOIXOMAIINMA TSI TTOTydeHUs] U30-
OpakeHUil Ha MCXOMHOM YPOBHE W JUISI TIOCeAyIolIei
BU3yaJIM3allii CETMEHT IIJIeYeBO apTepuu B TIPOIOTb-
HOW TIPOEKIIMU, PACTIONOXEHHBI HEMOCPEICTBEHHO
MpOKCUMabHee JIOKTeBOW SIMKU. MaHXeTy churmo-
MaHOMeTpa ISl U3MEPEHUST apTepruaIbHOTO MaBJICHUS
pacrioiaraqyd Ha Tpearieybe Ha 1—2 cM OHUCTalbHee
JIOKTsI. BHauase mosryganu n300paskeHNsT CeTMEeHTa TIIe-
YeBOI apTepuy 10 OKKIIO3UU (He MeHee 5 U3MEepeHMUIA).
3aTeM MaHXeTy pa3myBajiil IO JOCTVIKCHWS JTaBICHUS,
MpPEeBHINIAIONIETO crucTomYeckoe Ha >30—50 MM pT.CT.,
YTOOBI MEPEKPHITh apTepHaTbHBIN MPUTOK. OKKITIO3UIO0
C TIOMOIIBIO MaHXKETHI MOAAEPKUBAIN B TEYCHUE 5 MUH.
IMocne sToro mpoBomuaM meKommpeccuto. HauwmHas

¢ 21-if ceKyHIBI 0 OCTabJeHUST MaHXeThl U 3aKaHYUBasT
2 MUHYTaMU TIOCJIe OCJIa0IeHUsT MaHKEThl PETUCTPUPO-
BaJIM CTaTUYECKME N300paskeHUsT BEIOPAHHOTO CerMeHTa
ruteuyeBoii aprepuu kaxasie 10 c. Bce uamepeHus npo-
BOJIWJIM B TMACTOJIY TIPU CUHXPOHM3ALMU C 3JIEKTpOKap-
nuorpamMmoii. TlojiydeHHBIE yJIbTpa3ByKOBbIE H300pa-
KeHUSI M BUIEOPOIMKM coxpaHsuiu B ¢opmate DICOM
NI TIOoCJIeiytoleit 00paboTku. JluamMeTp apTepuu u3me-
pSITA TIO TpaHMIE MEXIY CPeIHUM W aIBeHTUIIMAJTb-
HBIM CJIOSIMM TIepenHel 1 3aaHeit cTeHoK. JIst Kakaoro
MalyeHTa pacCUNTBIBAIM TTOTOK3aBUCUMYIO TUIaTaIUIO
KakK OTHOIIIeHNEe N3MEHEHUsT MaKCUMAaJIbHOTO TUaMeTpa
TUTeYeBOM apTEPUN TOCNIe CHSITUSI OKKITIO3MU K JUaMe-
TPY apTepuu B MOKOe. DTH M3MEHEHUs TMPEICTaBIISIIA
B TIPOLIEHTHOM OTHOIIEHWM OT MCXOIHOTO IMaMeTpa,
npuHsToro 3a 100%. B HacTosiieM WCClIeI0OBaHUU
He OLIEHWBAJIM DHIOTEIUNHE3aBUCUMYIO HUTPOTJIUIIE-
PUHOIIOCPEIOBAHHYIO Ba30AMJIaTallAI0 N3-32 STUYECKUX
BOIPOCOB, CBSI3aHHBIX C BBEJICHHWEM HUTpaATCOIEpKa-
IIKX ITpeTrapaToB JETSIM.

CTaTUCTMUYECKUIA aHaJU3 BBITIOMHSIIN C  HCIOJb-
3oBaHueM niporpamMmmbl IBM SPSS Statistics v.23 (pas-
pabotuuk — IBM Corporation, CIIA). [TonyuyeHHbIE
JAHHbIe OBITM TIOABEPTHYTHI CTAaTUCTUYECKOW 0Opa-
0OTKe C MCITOJIb30BaHUEM HeTlapaMeTPUUECKMX METOI0B
B CBSI3U C YCTAHOBJIEHHBIM OTCYTCTBMEM HOPMAaJIbHOTO
pacripefie/ieHUs KOJIMYECTBEHHBIX ToKazartesieil (Tpo-
BepKy Ha HOPMaJIbHOCTb pacripefesieHrs] OCYIIeCTBISIN

Tabauya 1. KnuHuko-1adopaTopHasi XapaKTepUCTHKA JeTei
OCHOBHOIi M KOHTPOJIbHOM Tpynin

Table 1. Clinical and laboratory characteristics of children
of the main and control groups

OcHoBHast KonrposbHas

ITokasarenn rpymna, n=30 rpymna, n=32

Bospacrt, ronbt 10,3+2,8 9,8+3,5
Mo, m/x 17/13 18/14
Kypenue, at6e. (%) 0 0
Oxupenue, a6e. (%) 0 0
AprepuajibHasi TUTIEPTEH3MSI, 0 0
aoc. (%)

KoxxHble KcaHTOMBI, a6c. (%) 0 0
KopHeanbHas ayra, a6e. (%) 0 0
VroeHue axuiaoBa Cyxo- 0 0
s, aoe. (%)

OXC, MMOJIb/TT 7,8+£2,0 3,4+1,1
JITTHII, Mmmomb/a 6,15£1,1 1,5£0,7
JITIBII, MMoutb/it 1,05£0,2 0,85%+0,1
TT, Mmomb/T 1,1£0,2 0,7£0,4

Ipumenanue. OXC — o61mit xonectepur; JIITHIT — tunonpoTenHbl
HU3KO# 1ioTHOCTH; JIBIT — AunonpoTerHbl BbICOKOM MJIOTHOCTH;
TT — TpurvLepuabl.
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¢ moMo1pio kpurepus Llanmupo—Yunka). KonnyectseH-
Hble JAHHBbIE OMUCHIBAIM TPU TTOMOIIM MeauaHbl (Me)
" HIDKHeTo U BepxHero kBaptwieit [Q1; Q3]. CpaBHeHue
KOJIMYECTBEHHBIX MMOKa3aTeIeil MeXIy ABYMsI TpyrnmamMu
OCYILIECTBIISUTM C TIOMOIIbIO KpuTepusi MaHHa—YUTHU.
Paznuumst mokasatenieil ¥ BBISIBICHHBIE CBSI3W CUMTATIU
CTaTUCTUYECKU 3HAaUMMbIMU T1pu p<0,05.

Pe3ynbraTbl

AHaIM3 ypOBHS 3HAOTENMHA-1 B CBHIBOPOTKE KPOBU
He BBISIBUJI CTATUCTMUYECKM 3HAUYMMBIX Pa3TAIUN MEXIy
3MO0POBBIMM JETbMU W TMAlIMEHTAMM C CEMEWHOW TUIep-
xonectepuemueii (0,213 [0,012; 0,368] u 0,227 [0,15;
0,315] mMonb/n cootBeTcTBeHHO; p=0,062) (CM. pucy-
HOK, a). [Ipr 9TOM MOXHO OTMETHTb TEeHACHLIUIO K YBe-
JIMYEHUIO YPOBHSI DHIOTEIMHA-1 B TpyIIie ¢ ceMeidHOI
THTIEPXOJIECTEPUHEMUEI.

Oco0BIif MHTEPEC MTPUBIIEKIIN PE3YIbTAThl U3MEPEHUIA
VPOBHSI OKCHJIA a30Ta B CBIBOPOTKE KPOBU. Y 3I0POBBIX
neteit oH coctaBuia 33,6 [20; 51] MKMOJIb/J, B TO BpeMst
Kak TIpU CEMEHMHOM THIEepXOoJecTepruHEMUN OBLT CTa-
TUCTUYECKU 3HAYMMO BbIlIe u coctaBmit 103,7 [48; 152]
MKMoJib/T (p=0,001) (cM. pHCYHOK, 0).

IMoTok3aBucrMasl BazoawIaTalvsl TUIEUEBOW apre-
pUM y 300pOBBIX Aereid mocturana 9,82 [7,8; 11,2] %.
IMpn cemeitHON THUMEPXOJECTEPUHEMUN BTOT TOKa3a-
TeJIb UMEJT TEHJASHIINIO K CHIKeHuIo — 9,46 [6,5; 10,8] %
(p=0,742; tabn. 2). UHaMBUaYyaIbHBIN aHANIU3 MOKa3al,
YTO TIOTOK3aBUCHMMas Basomwiatauus <9% wumenach
y 26,6% pneteii ¢ ceMeMHOW THUITEPXOJIeCTepUHEMUEH
1 TOJBKO Y 18,7% 3MOpOBBIX IeTe.

00cyxaeHue

B npencraBneHHOM ucclieOBaHUY U3Y4al0Ch COCTO-
ssHUe (DYHKIUM BHAOTEJUS TyTeM HU3MEPEeHUsl YPOBHS
9HAOTEMHA-1 U OKCcHaa a30Ta B CHIBOPOTKE, a TaKXkKe
MPOBOAMIACH OlIEHKAa MOTOK3aBUCHUMON Ba3ojuiaTa-
IIMM TUJIEYEBOM apTepUn y JAETEN ¢ CEMEWHOU rumepxo-
JIECTEpUHEMUE 1M UX 300POBBIX CBEPCTHUKOB. OKCuUM
as3oTa CJHYXWUT JIOKAJIbHBIM TKAaHEBBIM PEryJsiTOPOM,
MOoAIep>KUBAOIIMM Bazonuiartauuio [15, 28]. B panee
MPOBEACHHBIX  MCCJIENOBAHUSAX TOKA3aHO YMEHb-
IIeHWe ero KOHLEHTpaluM Y TIOAPOCTKOB TMpHU CTa-
OMmIBLHOU apTepmaibHOil TunepreHsuu [20, 29, 30],

OPUINHAJIbHBIE CTATbU

oxupennu [31, 32], caxapaom nuabete [31], 3aboneBa-
HUgX nmovek [32], yTo yKa3bIBaeT Ha MCTOIIEHUE Ba30-
TUJIaTUPYOIe (yHKIIUY SHIOTEUS.

B 1O ke BpemMs pabOTHI IO OLIEHKE COIep>KaHUs
OKCHUJa a30Ta y AETEN ¢ CEeMEWHOU rumepxojiecCTepuHe-
MUel B JIUTepaType He TipeAcTaBieHbl. [lonydyeHHbIe
HaMM pe3yJibTaThl, CBUAETEJIbCTBYIOIIME O CTAaTUCTU-
YyecKM 3HAaYMMOM YBEJWYEHUU KOHILEHTpAallUM OKCHuaa
a30Ta MpU CEMEWHOW TUIIEPXOJIECTEPUHEMUUN MO CPaB-
HEHMIO C TAKOBOM y 3M0POBBIX CBEPCTHUKOB, HAIPOTUB,
JNEMOHCTPUPYIOT OTCYTCTBME YTHETEHUSI ero CHUHTe3a.
B TO ke Bpems BBI3BIBAET JIOMOJHUTEIbHBIC BOIPOCHI
Takasl CylIeCTBEHHasl pa3HHWIla YPOBHSI OKCHMIA a30Ta
OTHOCHUTEJIbHO  Tpymmbl  KoHTpossi.  [lo-Bummmomy,
Ha paHHUX CTaJusIX Pa3BUTHS CEMeiTHasl TUIepXoJecTe-
PUHEMUS COTIPOBOXKIAIOTCS KOMITEHCATOPHBIM TTOBbIIIIE-
HUEM KOHIIEHTpallM1 OKCH1a a30Ta.

Kak mokaszan aHaauM3 WCTOYHWUKOB JIMTEpaTypHI,
NI OLIeHKW (DYHKUMU BHAOTETUsI OOJBIIMHCTBO yye-
HBIX MCITOJB3YIOT TIOTOK3aBUCUMYIO Ba30MJIaTalIUIo.
Ilo maHHBIM JnUTEpaTyphl, OIlEHKAa 3TOTO TlOKa3aTesst
MpoBeleHa M y JeTell ¢ CeMeWHOU TumepxoyiecTepue-
muei. OgHaKo pe3yabTaThl ObLIM TPOTHBOPEUYMBBIMU.
B psine mccienoBaHuii BBISIBIEHO, YTO MOTOK3aBUCUMAs
BazoAuIaTallMsl TOCTOBEPHO HMXE Yy JieTell ¢ 3aboJieBa-
HUEM Ha ypOBHE TOBEpPXHOCTHON OempeHHON [33, 34|
u mieveBoit aprepuii [35—39]. Kpome Toro, S. De Jongh
u coaBt. (2002) [39] nomuepKHyIM, YTO AUIATALIUAS TIIE-
YeBOWl apTepuM TakXke 3aBUCHUT OT CEMEHOro aHam-
He3a W y JeTe C CeMEWHOU TUIlepXoJieCTEpUHEMUEH,
pOIUTENN KOTOPBIX TIepeHecan WHGAapKT MUoKapaa
U/WIM  KOPOHApHYIO  aHTUOIJIACTUKY, JTOCTOBEPHO
HUXXe, YeM Yy JeTeld aHaJIOTMYHOTO BO3pacTa, CTpalaro-
IIMX CeMEHHON TUMepXoJieCTepuHEMUE U He UMelo-
X TOMOOHOTO ceMeliHoro aHamHesa [39]. B mpyrux
WUCCIIeIOBaHUSIX, HAIIPOTHB, COOOIIAeTCs 00 OTCYTCTBUU
JIOCTOBEPHBIX Pa3JIMUMil O TlapaMeTpaM IMOTOK3aBUCH-
MOW Ba3onuIaTallMM y AETEN C CEMEWHOU TUITepX0JIeCTe-
pUHEMUE U KOHTpoJIbHOM rpyrib [40, 41].

B nHacrosimeit pabote Mbl He BBISIBUJIM CTaTUCTHYC-
CKM 3HAYMMBIX pa3JIM4vii MO TMOTOK3aBUCUMON Ba30-
IUIaTallMyd TUIEYEBOM apTepuu y NeTeld ¢ ceMeWHOU
runepxojecrepuHemMuein U 310poBbiX. OmHAKO, Mpo-
BOJISI aHAJIM3 UCCIIEIOBAaHUI, TTIOCBSAIIEHHBIX U3YYEHUIO

Tabauya 2. YpoBHU 3H10TEIMHA- 1, OKCHIA a30Ta B CHIBOPOTKE KPOBH U MoTok3aBucumas Basoauinatamus (I13B/I) niaeyesoii apre-

puM y 3/10POBBIX JieTel U ieTeli ¢ ceMeiiHOi runepxoJiecTepuHeMuei

Table 2. Indicators of endothelin-1, nitric oxide in serum and flow-dependent brachial artery vasodilation in healthy children and

children with familial hypercholesterolemia

IToka3areib CeMeiiHas rUepXoJieCTePHHEMHUS 310poBbie AeTH p
DHIOTeNMNH-1, TMOIb/1T 0,227 [2’:1;(’) 0.315] 0.213 [(31’21322’ 0,368] 0,062
Oxcnji a30Ta, MKMOJIb/JT 103’7,1[:4% 1521 33’6”[:222; > 0,001
TI3BI, % 9,46 E16=,5];510,8] 9,82 L7=,Ei;611,2] 0,742
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Tanumosa J1.D. u coagm. ViccnenoBanue moTok3aBUCHMOIi BA30IMIATALINH TIJIEYEBOI apTEPUU U IPYTUX MapKePOB (GYHKIIMU SHIOTEUS Y ETei. .
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Pucynok. YpoBeHb sHI0TeMHA (2) M OKCHAA a30Ta (0) B CHIBOPOTKE KPOBH Y 3I0POBBIX JeTeii (1=32)
U JieTeii ¢ ceMeiiHoii runepxosectepunemueii (n=30).

* p=0,001.

Figure. Serum endothelin level (a) and nitric oxide level (6) in healthy children (»=32) and children

with familial hypercholesterolemia (n=30).
* p=0.001.

(GyHKIIMM DHIOTENUST Y B3POCIBIX MAIMEHTOB C 3TUM
3abojieBaHMEM, HEOOXOOMMO OTMETUTb, 4YTO TIpead-
CTaBJIEHHBIE Pe3yJbTaThl B OOJIBIIIMHCTBE CJIy4aeB CBU-
NIETeJIbCTBYIOT O HaJWuuMu AUCHYHKIIUU SHAOTENUS,
BhIpaXarolleics B YMEHbIIIEHUU YPOBHSI OKCHIA a30Ta,
YBEJMUYEHUN KOHUEHTpAllMM SHIO0TEINHA, CHUXEHUU
norok3aBucumoit Bazoaunatauuu [11, 21]. [To MHeHUIO
aBTOPOB, 3TO CBSI3AHO C «TOKCUUYHBIM» BIIMSTHUEM BbICO-
KMX KOHIIeHTpaluii obiiero xonectepuHa, XC JITTHIT,
JIMTIOTIpOTeHA(a) Ha CTeHKW aprepuit. B yacTtHocTH,
MOIUYEPKUBACTCS, YTO IHIOTEIUN BeCbMa YyBCTBUTEJICH
K TIOBPEXIEHUSM TIPU BO3JAEHCTBUU Pa3IMYHbBIX MMaTO-
TeHHBbIX (haKTOPOB, HAXOASIIUXCS B CUCTEMHOM U TKa-
HEBOM KPOBOTOKE, TaKMX KaK pPeaKTUBHbIE CBOOOIHBIC
panukanbel, okuciaeHHble JITTHII, cneactBueM dero
MOTYT OBITh TTOBBIIIIEHHAS arperauus U aare3ust upKy-
JIMPYIOIIMX KJIETOK KPOBM, pa3BUTHE TpoMOO3a, ocena-
HUeE JIMTTUAHBIX KOHTJIoMepaToB [42]. Bce aTu hakTopsl
MPUBOISIT K TUCHYHKIMU IHAOTETUS KaK SHIAOKPUH-

HOTO OopraHa M YCKOPEHHOMY pa3BUTHUIO aHTMOIATHI
M aTepocKiaepo3sa [43].

Tlepexonst K pesyabTaTaM Halllero HWCCIeI0BaHUs,
MbI XOTUM OOpaTUTh BHUMaHWE Ha BO3pPaCT yYaCTHUKOB:
OCHOBHasl KOoropra Oblia TIpeicTaBjieHa ASTbMU B BO3-
pacte 7—11 net. UmMeronrecs: B HallleM pacropsiKeHUU
(aKkThl CBUAETEJIbCTBYIOT 00 OTCYTCTBMU HapylIeHUI
GYHKIIUM SHIOTENNS y JeTeil 3TOro BOo3pacTa C ceMeii-
HOW runepxoyiectepuHeMueii. OgHaKO HaIW4YUSI TaKOTO
¢dakTOpa pHCKa, KaK TUIEPXOJEeCTEPUHEMUSI, B Teye-
HUE JJIUTEJbHOTO BPEMEHM HEe MCKIIIOYaeT TOSIBICHUE
CTPYKTYPHO-(PYHKIIMOHAIBHBIX M3MEHEHUN B CTEHKax
apTepuii B OyayliemM M TpeOyeT MOCTOSIHHOTO MOHUTO-
pupoBaHUs. DTO 0OCOOEHHO BaXKHO B CBSI3U C pe3yJibTa-
TaMu KPYITHBIX PaHAOMU3MPOBAHHBIX WCCJIENOBAaHUM,
coracHo kKotopeiM BiusiHue JITTHIT Ha pasButue ate-
POCKJIEpOTUYECKUX 3a00JIeBaHUI COCY/IOB OTIpENeIsIeTCs
HE TOJIbKO MX a0COJIIOTHBIM YPOBHEM, HO U KyMYJISITUB-
HBIM BO3JEHCTBMEM Ha OpraHbl-MullieHn [44—46].
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xapaktepa. [loTok3aBucuMasi BazoaujaTaius Ieyde-
BOW apTepuu W YpOBEHb DHAOTEJMHA-1 JOCTOBEPHO
HE OTJUYAJIUCh OT TAKOBBIX B TPYMIle KOHTPOJs. YUu-
ThIBasi BO3MOXHOE KymyJasgTuBHoe neiictsue JITTHII,
HEOoOXONMMO MOHUTOPUPOBaHUE OYHKIIUU ODHAOTE-
JUsT Yy JOeTe ¢ CceMeWHOUW TUIepXoJecTepuHEeMUen
B IMHAMUKE.

1.

10.

11.

12.

3akovyeHue

Takum oOpa3oM, ucciaegoBaHue (GyHKIIUU BHOO-

Tenus1 y JOEeTe C CEMEWHOU TuIepXoJieCTepUHEMUEN
B Bo3pacTe 7—11 JeT BBISIBUIO yBeJWYEeHHE KOHIICH-
Tpaly OKCHJA a30Ta MO CPAaBHEHUIO C TAKOBBIM Y 3110~
POBBIX CBEpPCTHUKOB,

BCPOATHO, KOMIICHCATOPHOTIO
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