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I'OMO3UTOTHAS CEMEUHAS TUMIIEPXOAECTEPUHEMMU A
B Poccum: AAHHBIE PETUCTPA PEHECCAHC

Iev AHaAU3 KAMHHKO-AEMOTPaQMYECKMX M MOAEKYASPHO-TE€HEeTHYECKHX XapaKTePHCTHK Y HAI[HEeHTOB
C TOMO3HMTOTHOM cemeitHoil rumepxoaectepunemuedl (roCI'XC), a Takke 3QPeKTUBHOCTU THIIO-
AVWIIMAEMHUYECKON Tepallui U YacCTOTbI Pa3BUTHS CEPACYHO-COCYAUCTBIX OCAOXHEHHI B PerucTpe
PEHECCAHC (PEI'I/ICTP nanimEHToB ¢ CI'’XC 1 nmaruenToB oueHb Boicokoro cEppeuno-Cocyaucroro
pucka ¢ HepoCrArouno# adpdexrnBHoCTbio MPOBOAUMO THIIOAMTIHAEMUYECKOH TepPATTHH).

Mamepuan u memodui Perucrp PEHECCAHC mnpeacraBasier co60il OTKPHITOE HALIMOHAABHOE HAOAIOAQTEABHOE HCCAEAO-
BaHue, BKatouatolee manueHToB ¢ CI'’XC. Anaraos roCI'’XC ycTaHaBAMBAACS B COOTBETCTBHHU C KpH-
tepusiMu EBpomefickoro obmecrBa arepockaeposa 2014 r. Y4uUTBIBaAMCH $AKTOPHI PHCKA PA3BUTUS
aTepOCKAEPO3a, AAHHBIE 0OBEKTUBHOTO OCMOTPA, aHAMHE3 CEPAEUHO-COCYAUCTDIX 3a00A€BAHUIL U IIPO-
BOAMMAsI TUIIOAMIIUAEMIYecKas Tepanus. [lapaMeTpbl AMIIMAHOTO COCTaBa KPOBU BKAIOYAAHM YPOBHH
0061I1ero X0AeCTepHHA, TPUTAMIIEPHAOB, XOAECTEPUHA AHIIONPOTEHAOB BBICOKOM IIAOTHOCTH, XOAECTe-
puHa AunonpoTenaos Hu3koi naorHoctu (XC AHIT) u aunonporenaa(a). BoapmuHcTBy nanuenTos
IIPOBOAMACS FeHeTHYECKUH aHAAU3 THIepXxoAecTepuHeMuy. KoHeuHast TOYKa HCCAEAOBAHMS BKAIOYAAQ
CAy4ar paTaAbHBIX U HeaTaAbHBIX CEPAEYHO-COCYAUCTBIX OCAOXKHEHHI.

Pesyrvmamot B nccaepoBanme 6b1am BrAtOueHbI 6 aeteit u 13 B3pocabix ¢ roCI'XC (Mysxckoit moa, n=6). CpeaHuit
BO3DACT MAUeHTOB 26114 Aet, cpeAHMiT IIepHoA HabAIoaeHus B perucrpe — 5,3+2,8 roaa. KcanTomsr
CYXOXKHAMI BBISIBAEHBI y 68% GOABHBIX, KOXXHBIE KCAHTOMbI — y 749%, AUIIOMAHASI AyTa POTOBHII —
y 47%. Bo3pact MaHH{ecTanmu cepAeIHO-COCYAUCTBIX 3ab0AeBaHu#t cocTaBua 2218 aet. Mmemuyeckast
60AE3HD CepALla AMATHOCTHPOBaHA y 63% IAIMeHTOB, CEPAEIHO-COCYAUCTbIE BMEMaTeAbCTBa (peBacKy-
ASIpU3ALIMS APTEepHil, IPOTE3NPOBaHUe A0PTAABHOTO KAATAHA) IPOBEAEHDI Y 47%. AeTaAbHOCTb AOCTHI-
Aa 21%. Makcumaashbii yposerbs XC AHIT cocrasua 17,7+4,0 MMOAB/ A, K MOMEHTY [IOCAEAHETO BU3H-
Ta HabAIOAAAOCD er0 CHIDKeHHe Ha 46% A0 9,615,6 MMOAb/A. Aumb 4 (21%) manenTa UMeAH ypoBeHb
XC AHII <3 mmoas/A. Konnenrparms AI/Il'[Ol'IPOTeI/IAa(a) cocraBuaa 100 [27; 145] mr/aa, IIpU 3TOM
IOBbIIIeHHble YpoBHU Aunonpotenaa(a) >30 mr/aa BosaBaennl y 10 (67%) o6caepoBannbix. Tepamuto
CTaTHMHAMY IOAY4YaAu 95% manueHTOB, 93eTuMU6O0M — 95%, naruburopamu PCSK9 — 37%, somuramnu-
AOM — 21%, adepes AUIOIPOTENAOB IIPOBOAUACS Y $3% 6OABHBIX. 3a BpeMsi HAOAIOACHUSI 3apeTUCTPU-
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3akouerue

Karouesvie crosa

Ars yumuposanus

POBaHO 14 cepAeUHO-COCYAMCTBIX OCAOKHEHHU y 7 IaLjueHTOB (BKAIOYask OAHOTO pebeHKa): 4 onepanuu
KOPOHAPHOT'O IIyHTHPOBAHMU, 6 IPOTe3MPOBAHHI A0PTAABHOTO KAAIIAHA K 4 CMEPTEABHBIX HCXOAQ.

B pamKxax perucTpoBOro HabAIOAATEABHOTO UCCAeAOBaHuA y manueHToB ¢ roCI'XC oTMevaercs yBeAu-
YeHMe 9aCTOThI IPUMEHEHISI CAOXKHOM KOMOMHUPOBAHHOM TEPAIIHY, BKAIOYAs adpepes AMIOIPOTEUAOB
U AOMHTAIINA, OAHAKO AocTIDKeHHe IieAeBbIxX ypoBHeit XC AHII ocTaeTcs 3aTpyAHUTEABHBIM, a YaCTOTA
Pa3BUTHS CEPACYHO-COCYAHCTBIX OCAOXKHEHHH BBICOKOH.

Tomo3uroTHas ceMerinas THIIEPXOACCTEPHHEMH; PETUCTP; aTEPOCKAEPOTHIECKHE CEPACTHO-COCYAH-
CThIC 3a6OAeBaHI/ISIj TUITOAMITMAEMHYECKA TePpaITd

Chubykina U.V,, Ezhov M.V,, Rozhkova T.A., Tyurina A.V, Sokolov A.A., Tmoyan N.A. et al.
Homozygous Familial Hypercholesterolemia in Russia: Data From the RENAISSANCE Registry.
Kardiologiia. 2026;66(3):25-35. [Russian: Uy6sixuna Y. B., Exxos M. B., Poxxkosa T. A., Tropuna A. B.,
CoxonoB A. A., Tmosa H. A. u Ap. ToMmo3urorHas cemeiiHas rumnepxosecrepuHemMus B Poccuu: pAaHHbIE

perucrpa PEHECCAHC. Kapauoaorus. 2026;66(3):25-35].

Asmop a5 nepenuicku

BBepenune

F'oMo3uroTrHass ceMeiHasi THUIIEPXOAeCTEPUHEMHS
(roCTXC) - peaxoe HacAeACcTBeHHOe 3aboaeBaHue, 06y-
CAOBAGHHOE HAAMYHeM ITaTOT€HHBIX BAPHAHTOB B IeHaX, KO-
TOpBle KOAUPYIOT OEAKHM, YYacTBYIOIME B KAHPEHCEe XOAe-
CTepuHa AMTIONPOTeUAOB HHU3KOM maotHOocTH (XC AHII)
13 kpoBoToka [ 1]. C y4eToM paciumpeHHOro MOHUMaHKS MO-
AeKYASPHO-TeHeTHYeCKHX MEXaHH3MOB 3a00AeBaHMSI B 00-
HOBAGHHOM COTAACHTEABHOM AOKyMeHTe EBpormeiickoro o6-
mecrBa arepockaeposa (EAS) roCI'XC kaaccudurupyercs
KaK ayTOCOMHO-TIOAyAOMHHAHTHOE 3a00AeBaHMe, 4YTO OT-
paxaeT OoAee TsDKeAOe TedeHHe IPU OHMAAAEABHBIX MyTa-
LMAX, IIPH KOTOPBIX obe kormu reHa (06a asseas) HecyT
narorennsie Bapuantsl [1]. ToCTXC xapakrepusyercs Ha-
AUYMEM ABYX IIATOT€HHBIX BAPHAHTOB B KAIOYEBBIX eHAX:
AHII-penentopa (LDLR) u ano6eaka B (APOB), myTatjuu
B KOTOPBIX IIPUBOASIT K II0Tepe GYHKIIUH, AHOO IPOIPOTEHH-
KOHBepTashl Cy6THAM3HH/ kekcuH 9-ro tuma (PCSK9), rae
MYTallU{ BBI3BIBAIOT IIOBbINIeHHe (YHKIIUU COOTBETCTBY-
foiero 6eaka. OTU IaTOreHHble BAPHAHTHI MOTYT OBITH MO-
HOTeHHbIMU — IIPY HAAMYUH ABYX KOIIMIT OAHOTO H TOTO Ke
VAW Pa3HBIX BAPHAHTOB B OAHOM TIeHe (MCTHHHbIE TOMOBH-
TOTBI MAM KOMITAyHA-TETEPO3UIOTHI COOTBETCTBEHHO), AM6O
AUT€HHBIMU — IIPU COYETAHUH MYTAIL[HH B ABYX Pa3AMYHBIX
rerax [1]. Peaxas ayTocomHo-penieccusHas $popma, BCTpe-
Jaromasicsi MeHee 4eM B 1% cayuaeB, cBsi3aHa C OHMaAAeAb-
HBIMH MYTAIjisIMH B reHe 6eaxa apanrepa AHII-peneniropa
(LDLRAPI) [2].

ToCI'’XC MaHugecTHupyeT B AGTCKOM BO3pacTe C IOsIBAe-
HUeM KOXXHBIX U CYXOXKHABHbIX KCAHTOM, AMTIOMAHOM AyTH PO-
TOBHIIbI X BBIPKEHHO! THIlepXOAecTepHHeMuUH. YposeHb XC
AHIT nipu roCI'XC mpesbimaeT 10 MMOAB /A yKe C POXKACHHS,
U KyMyASITHBHOE OpeMsi 9KCTPEMAABHOM THIIEPXOAeCTepHHe-
MU TIPUBOAUT K PAaHHEMY Pa3BUTHIO aTePOCKAEPO3a U CTEHO-
32 Q0PTAABHOTO KAamaHa [ 1]. B oAHOM 13 KpynHemmX AOKaAD-
HbIx peructpoB CI'XC HESSA B CayaoBckoit ApaBuu cpeau
127 maumentos ¢ roCI'XC cMeprHOCTS cocTaBraa 16% (cpea-
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HUM Bo3pacT cMepTH 21,5+12,2 ropa, MUHMMAABHBIN — 3 ropa),
a CEepAEYHO-COCYAHCTBIE BMEIIATEABCTBA OBIAU BBIITOAHEHDI
y 31% NarueHTOoB, Py 3TOM TPeTb U3 HUX COCTABUAU AeTH [3].
Ilo
roCI'’XC cocrasasier npumepHo 1:300 Thic. yeAoBeK B 06-

COBpeMEeHHBIM OIleHKaM, pPacIpOCTPaHEHHOCTD
11efl MOMYASIIIUM, YTO 3HAYUTEABHO BBIIIE PAHHUX IPEAIIOAO-
xenuit (1:1 Man) [4]. OpaHaxo, HECMOTPs Ha SAPKYI0 KAUHU-
4eckyio KapTury, B mupe roCI'’XC auarHocTuposaHa MeHee
gem y 5% manuenTos [S].

Aaxe Ipu paHHeHd AMarHOCTHKE IIPOTHO3 Y IaljeH-
T0B ¢ ToCI'’XC ocraercsi He6AArOIPHATHBIM, IIOCKOABKY OT-
BeT HA TPAAHIJMOHHYIO TabOAETHPOBAHHYIO AMITHACHIDKAIO-
I[yt0 Tepanuio (CTATHHDBI M 93eTUMHE) MUHMMAAEH B CBS3H
C MCXOAHBIMU KpaitHe Bbicokumu ypossmu XC AHIT [6].
B TeyeHme AOATOTO BpeMeHH €AMHCTBEHHBIM 3 PeKTUBHBIM
METOAOM ACUEHHS OCTAaBAACS adepes AUIONPOTEHUAOB, OAHA-
KO B GOABIIMHCTBE CTPAH OH AOCTYIIEH AMIIb B OTpaHHUYEH-
HOM 4HCAe IIEHTPOB U TpebyeT peryAspHOTrO IPOBEACHHS
(2-3 pasa B mecan) [7]. Uuruburopsr PCSK9 aemoncrpu-
pytoT ymepernoe cHmkenue yposas XC AHIT npu roCI'’XC,
HO AMIIb y INAIMEHTOB C COXPAaHHOW OCTAaTOYHOM aKTHUBHO-
creio AHIT-penentopa [8]. Hosble rumoanmnmaemmdeckue
IIpemapaThl, AeHcTByIomue HedaBucuMo oT ¢yukrmu AHII-
pelenTopa, TakMe Kak 9BMHAKyMal (MOHOKAOHAABHOE aH-
TUTEAO K aHTHOMOSTHHIIOAO6HOMY 6Geaky 3, ANGPTL3)
U Aomuranup (MHIHOGUTOP MHUKPOCOMAABHOTO GeAKka mepe-
HOCYMKA TpUrAULepupaoB, MTP), craan HacTosmuM mpopsr-
BoM B AedeHur roCI'’XC. OHu obecrednBaroT 3HAYUTEABHOE
cHwkenure ypoBHa XC AHII u cymecTBeHHO yMeHbIIAIOT Ya-
CTOTY IIPOBEACHISI adepesa, a B PSIAE CAYIAeB IIO3BOASIOT ITOA-
HOCTBIO OTKa3aTbcs OT mponeaypst [9, 10]. OaHako Bbicokas
CTOMMOCTD M OTpaHMYEHHAs! AOCTYIIHOCTDb 3THX IIpelapaToB
B PsIA€ CTPaH OCTAIOTCSI CEPbe3HBIM IPEIITCTBHEM AAS MX IIIH-
poxoro nmpumenenus [ S].

AHaAU3 MeXXAYHapOAHOTO peructpa nanuenTos ¢ roCI'’XC
HICC (Homozygous Familial Hypercholesterolaemia In-
ternational Clinical Collaboration) BbisiBEA 3HauHTeAbHbIE
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AOQ - aopranbusrit; XC AHII - XoAeCTepHH AHIIONIPOTEHAOB HU3KOH aoTHOCTH; Ari(a) — aunonpotena (a).

rao0aAbHbIe IPOOAEMBI B BEACHHMH 3a00AEBAHHS: peAKast
U TIO3AHSSI AMArHOCTHKA, IIPH 3TOM CePACYHO-COCYAHCThHIE
ocaoxuenus (CCO) obnapyxmusatorcst mouts y 10% maru-
eHTOB y>Ke Ha MOMEHT IIOCTAaHOBKM AMArHo3a; CyIleCTBeH-
HbIe PA3AUYMSA B TAKTHKE A€YEHHS B 3aBUCHMOCTHU OT 3KOHO-
MHYECKOTO YPOBHS CTPAHbI, IIPH 3TOM B CTPaHAX C HU3KUM
YPOBHEM AOXOAA PErHCTPHUPYIOTCS GOAee BBICOKHME H paH-
HUe CepAeYHO-COCYAUCTasl 3a00AeBaeMOCTb U CMEPTHOCTD —
nepBoe CCO npoucxoput B cpepHeM Ha 10 AeT paHbie, yeM
B CTPaHAX C BbICOKMM YPOBHEM AOXOAQ; AOCTYII K COBpeMeH-
HBIM METOAAM TePAIHH OCTAeTCsl OrPaHMYeHHbM [S]. B cBsa-
3H C 9TUM B OOHOBAGHHOM COTAACUTEABHOM AOKyMeHTe EAS
no roCI'’XC noadepkuBaeTcst HEOOXOAMMOCTb AKTHBHOTO
BMeNIATeAbCTBA HAa HAIIMOHAABHOM YPOBHE, BKAIOYAs CO3AQ-
HYe U aKTHBHYIO PabOTy AOKAABHBIX PETUCTPOB IAIJEHTOB
¢ CI'’XC u BHepApeHHE MYABTUAMCIMIIAHWHAPHOTO ITOAXOAQ
K BeAeHMIO Takux 60abHbIX [ 1]. Poccnitckuit peructp CI'XC
PEHECCAHC (PerHCTp marmEHTOoB ¢ CI'XC u manuesn-
TOB o4eHb BbicOKOro cEpaeuno-Cocyaucroro pucka ¢ He-
AoCrArounoit apdexTuBHoCThI0 NPOBOAMMOM I'MIIOAH-
nupemudeckoit Tepamuu — TAT, NCT02208869) axrusHO
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COTPYAHHYAET C MEXAYHAPOAHBIMU perucTpamu — Familial
Hypercholesterolemia  Studies  Collaboration (FHSC,
NCT04272697) u HICC (NCT04815005), xoTopsie cobu-
paioT rAobaAbHbIE AQHHBIE O TAIJHEeHTaX C FOMO- U TeTepO3HU-
rotHo# CI'’XC, II03BOASIIOT aHAAMBHPOBATh 9P PEKTUBHOCTD
PA3AMYHBIX CTpareruil Aedenus, dacrory passurus CCO
M BBDKMBAEMOCTb, & TAKKe CIIOCOOCTBYIOT CTAaHAAPTH3AIIUK
IIOAXOAOB K BEACHHUIO STHX ITAI[EHTOB B Pa3HbIX CTPAHAX.

Leas

AHaAM3 KAMHHKO-AEMOTPAaQUIECKUX U MOAEKYASIPHO-Te-
HeTHYeCKUX XapakTepucTuk y manuentos ¢ roCI'XC, a rak-
e 3 PeKTHBHOCTH 'MIOAMITMAEMHYIECKON TePaIiH U YacTo-
o1 passurust CCO B peructpe PEHECCAHC.

Marepnaa 1 MeTOABI

AHaAU3 BBIIIOAHEH Ha OCHOBAHHU AQHHBIX OTKPBITOTO Ha-
IIMOHAABPHOTO HAOAIOAATEAPHOIO HCCAEAOBAHMS — PETHCTPa
PEHECCAHC [11-15], BKAIOYaromIero maijieHToB C TeTe-
po- u romosurotHor CI'XC U3 pasAMYHBIX AMITUAHBIX IjeH-
TpoB Poccutickoit Oepeparuu.
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B nccaepoBanme 6p1au BkatodeHbl nanueHTh ¢ ToCIXC.
AMarHo3 ycTaHaBAMBAAU HAa OCHOBAHMH KAMHHYECKHX U MO-
AGKYASIPHO-TEHEeTHIeCKUX KpHUTepueB, ImpeproskeHHbIx EAS
B2014r.[16]. [Ipr upeHTHPHUKAIMH ABYX TATOTEHHbIX HAU Be-
POSITHO TIATOTeHHBIX BAPHAHTOB (6UAAAEABHBIX MyTaIIHi1) B Te-
Hax LDLR, APOB, PCSK9 uau LDLRAPI auarnos roCI'’XC
CYNTAAH MOATBEP>XKACHHBIM. B cAydae, ecan reHeTHyeckoe Hc-
CAeAOBaHIe He TIPOBOAMAOCH MAM He BBIIBUAO OHAAAEABHBIX
myTarmi, Anarao3 roCI'’XC ycTaHaBAMBAAY IIPY HAAMYHUH BbI-
paxenHoit runepxosectepuremun (yposen» XC AHII 6o-
Aee 13 Mmoab/A 6e3 TAT uau XC AHII 6oaee 8 MMoAb/A
Ha ¢poe ['AT) B cOUeTaHMH C CYXOXKMABHBIMU MAH KOXKHBIMH
KCAaHTOMaMH B Bo3pacTe A0 10 AeT ¥/HAHM IIpU HAAUYHU reTe-
posurorHoit ¢popmsr CI'XC y oboux popureaeir. O6HOBAEH-
Hble AMarHocThdeckue kpurepuu EAS or 2023 . [1], mpeayc-
MaTpHBAIOIIME HCIIOAb30BaHHE (OOAee HH3KOrO IIOPOrOBOTO
yposus XC AHIT (6oaee 10 MMOAB/A), B AAHHOM HCCAEAO-
BAaHUH He IIPUMEHSIAH, IOCKOABKY NAIJeHTbI ObIAM BKAIOYEHBI
B PETUCTP AO ITyOAMKAIIMHY YKA3aHHBIX PeKOMEHAQALIUI.

ITocae mopmycanus MHPOPMHPOBAHHOIO COTAACHA IIa-
LIMEeHTHI OBIAU OIPOIIEHbI 1 OCMOTPEHBI Bpa4aMH — YYaCTHH-
KaMu perucrpa. MeaAUIMHCKIE AQHHBIE QUKCHPOBAAU B Oy-
M)KHBIX M 9AeKTPOHHBIX popmax. COOp aHaMHe3a BKAIOYAA
CBEACHHSI O HAAMYUH (PaKTOPOB PUCKA PA3BUTHUS aTePOCKAe-
PO3a, MIMEIOMUXCS CEPAEYHO-COCYAUCTBIX 3200A€BaHISIX, CO-
6AaropeHHH AreThI 1 HoAydeHun IAT.

ITanveHTHI, BKAIOUEHHBIE B MCCAGAOBAHHE, IPOXOAHU-
AU IICXOAHOE U IIOCAEAYIOLIHe KOHTPOAbHbIE 00CAEAOBAHMS
B MEAULIMHCKUX LEHTPaX — YYACTHUKAX IIPOTpaMMBL B xax-
AOM ILIeHTpe BBIIIOAHSAOCH OIIpeAeAeH e YPOBHS 0b1Iero xo-
aectepuna (OXC), rpuranuepupos (TT) u xosecrepuna au-
nonporeupos Bbicokoit maotHoctH (XC ABIT) B chiBopoTke
kposu. Konnentparmio XC AHIT paccunTsiBasu o popmy-
Ae OpraBasbpa:

XC AHII = OXC - XC ABIT - TT'/2,2 (MM0AB/A).

B 6oABIIMHCTBE LJEHTPOB TAKKE OIPEAEASAU YpPOBEHb
auroniporenpa(a) [An(a)] u mpoBoAHAK MOAEKYASIpHO-TeHe-
THUYEeCKHI aHAAM3 TUIIEPXOAECTepUHeMUU. BbLiBAeHMe aTe-
POCKAEPOTHUYECKOMN OASIIKK B COHHBIX apTepHsX, CYXUBa-
Ioledl MPOCBET COCYAQ Ha 225% II0 AQHHBIM AYTIAEKCHOTO
CKAaHHPOBAHUS, PACIIeHUBAAW KaK HAAWYHMeE aTepPOCKAEpO3a.
AyIiAeKCHOe CKaHMpOBaHME apTepUil HIDKHUX KOHEYHOCTelH
BIIOAHeHO y S (38%) malueHTOB, BCAEACTBHE OTpaHH-
YeHHOTO O0beMa AAHHBIX PE3yABTAThl ITOTO HUCCAEAOBAHMUS
He BKAIOYAAH B CTATUCTUYECKUI aHAAH3.

IToBTOpHDIA BU3UT HPOBOAMAU IIPM AMYHOM KOHTAK-
Te Bpaya C IMAIUeHTOM AHOO IIOCPEACTBOM HHTEPAKTUBHOTO
MHTEPBbIO (TeAeOHHOTO 3BOHKA HAM SAEKTPOHHOM TOYTbI)
C LleABI0 onleHKHU 3¢ dexTuBHOCTU MpoBopumoit I'AT u peru-
crpanuu CCO.

KoHneyHass TOYKa HCCAGAOBAHHS BKAIOYAAA CAyYaH a-
TaAbHBIX U HedaraapHpix CCO, Takuwe Kak omepanuu pe-
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BAaCKYASIPU3AIMM apTepPUil U TOCIMTAAUBAIUU BCACACTBUE
IIPOrPeCCHPOBAHIS HIIEMIYECKON OOAE3HH CEPALIA MAU A0P-
TAABHOTO CTEHO3.

Peructp Bepercs Ha maarpopme Quinta (cBupeTeAs-
CTBO O IOCYAAQPCTBEHHOM perucrparuu mporpammsl OBM
Ne 2016615129 «YauBepcaAbHBIH IPOrPaMMHBIN KOMIIACKC
AAsL cb0pa, 06pabOTKY U YIIPaBAEHUS TEPPUTOPUAABHO pac-
IPEACACHHBIMU  KAMHHKO-JIIMAEMHOAOTHYECKUMU  AQHHBI-
MU B PeXHMe YAAACHHOTO AOCTyIA, mpaBoobaasareab AO
«Acron Korcaarunr> ).

CraTucTuyeckyio o6pabOTKy AQHHBIX IPOBOAMAH C HC-
IIOAB30BAaHHEM IIpOrpaMMHOro obecmedyenus IBM SPSS
Statistics, Bepcus 24 (IBM Corp., CIIIA). HopmaasHOCTD
pacrpeaeAeH s OLIeHHBAAK € TIOMOIIbI0 KpuTepust Koamoro-
posa—CwmupHoBa. IToxasaTeAr ¢ HOPMAABHBIM pacIpeseAe-
HUEM IIPEACTABAEHBI B BUAE CPEAHETO 3HAYeHHs + CTaHAAPT-
Hoe otkaoHeHHe (M*SD), Ipu pacrpeAeAeHUH, OTANMHOM
OT HOPMAaABHOTO — B BuAe MeAnaHbl (Me) M MeXKBapTHAD-
HOTO HMHTepBaAa [25-M NIPOLEHTHAb; 75-H IPOLEHTHAS).
KareropuasbHble AQHHBIE OICHIBAAU B BHUAE A0COAIOTHBIX

Ta6auna 1. Kaunuxo-peMorpapuaeckue
XapaKTePUCTHKU 00CAEAOBAHHBIX [IAIIEHTOB

Bcero  Aerm  Bspocasie

IToxazarean (0=19) (n=6) (n=13)
Myxckoit oa, n (%) 6(31) 1(17) 5(38)
Bospacr, roast (M+SD) 2614  12+4 33%11
BospacT BKAIOUEHHUS B PETHCTP,
o (V25D 2413 743 28+10
Bospacr nepBoro anaausa
Ha xoAecTepuH, Toabl (M1SD) e 4£3 LS
Unpexc Maccoi teaa 230 kr/m%,n (%) 1(S) 0 1(8)
Aprepuasbnas runeprensus, n (%)  5(26)  2(33) 3(23)
Kypenue (B HacTosmem
wAm ipomaom), n (%) 1(s) 0 1(8)
Kcanrowms! cyxoxwuanit, n (%) 13(68) 3(50) 10(77)
Kosxmpre kcanTomsl, n (%) 14 (74) 6(100) 8 (62)
Awmoupmas ayra porosunpr, n (%)  9(47)  3(50) 6 (46)
Umemaeckas 6oaesub cepana, n (%) 12(63) 1(17)  11(8S)
Undapkr Muoxapaa, n (%) 2(11) 0 2 (15)
AopTaabusrit crenos, n (%) 11(58) 2(33) 9 (69)
Haaxaamansasii
a0pTaAbHBIi cTeHo3, n (%) 1(s) 0 qe
Arepockaepos connbix aprepuit, n (%) 13 (68) 2(33) = 11(8S)
CepAeTHO-COCYAUCTbIE BMeIaTeADb-
crBa (paBacKyAspu3aIus apTepHit, 9(47) 1(17) 8 (62)
MPOTe3UPOBAHUE A0PTAABHOTO KA~
mana), n (%)
YpeckosKHbIe KOPOHAPHBIE
BMemareAbcTBa, n (%) 2L 0 2(1s
lyarupoBaHye KOPOHAPHBIX 0
apreputi, n (%) 6(32) 1(17) 5(38%)
Pesackyaspuzaria
COHHbIX apTepuii, n (%) 1(s) 0 1)
IIpoTesuposanue
A0pTaABHOTO KAamaua, n (%) 6(32) 1(17) 5 (38)
Cwmeprb, n (%) 4(21) 0 4(31)
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§ OPUTHMHAABHBIE CTATbHM

Pucynoxk 1. TpaekTOpHs >XU3HHU IAIMEHTOB, OTPAXAIOI[asl BO3PACT HAYaAA
TUIIOAUIIUAEMUYECKO TePAITUH, BpeMsl MAaHH(eCTalUU CEPAEIHO-COCYANCTBIX OCAOKHEHU U UX BUA

BO3PACT
0 AeT 6 10 aeT 20 aet 30 aer 40 aAeT S0 aer
AET ' ' ! '
2019 r.p. pem Py ! : ; l : @
2016 T.p. —%‘*91\61‘ E E E E @
KLW+AO : I ; :
10 . ' ' '
2015 r.p. _"’L‘,«-ﬂ At : ! : X @
2012 rp. P " : : : Q)
2010 r.p. P ISser | : 5 NG
2008 . P ° E | <)
L . 2lrop OTKa3 oT HabniopeHus B 2023T. - !
2004 r.p. oy . " : : @
2004 r-p. _.»PJ X : _21rop OTkasoT HabnopgeHws B 2023 . @
- : ' 22 : : '
; 2003 r.p. : ”?J *. ropa : : : @
E] ' KLW+AO :
< 2001 r.p. P ' @ e e e m - - P —— ' @=
% - ' CMEPTb : : : o
S 2001 rp. = L :@>
g K_I:IJ+AO CMEPTb 32 ropa :
© 1993r.p. "';k.‘J : : @
=] ' ' = : ' :
1989 r.p. : P, — 32ropd L ___ - O
. KWl coHHble AO CMEPTb " 4lro :
1984 r.p. : : -, A 'O
: : KLl . 41 roa .
1984 r.p. " x_,? ; @
M : 43 ropa
1981 r.p. : ; P — NG
5 5 e P s
1979 r.p. ' : B e X - - ' @
' ' UKB ' YKB | CMEPTb :
' : ' : 47 ret
1978 r.p. . ’-’? = x - . : @
' o AO X 48 aer
1977 r.p. =0 : x o - @

KLW+AO

KIII - xopornapHOe mynTHpOBaHKe; AO — MpoTe3npoBaHIe A0PTAABHOTO KAAIIaHA; COHHBIE — PeBACKYASPH3AIIHs
conHbIX apTepuii; UM — undapxr muokapaa; YKB — upeckoskHOe KOpOHApHOE BMENIATEABCTBO.

3HAYeHUH U IPOIIEHTHBIX AOAeH. AAS OLIEHKM 3HAYUMOCTHU
U3MeHEHUS AAOOPATOPHBIX IIOKA3aTEAEH HCIIOAB30BAAHU TECT
BUAKOKCOHA AASI CBSI3AHHBIX BBIOOpOK. PazAmdms caurtasu
CTaTUCTHYECKU 3HaYMMbIMU Ipu p<0,0S.

PesyabTaTni

B nccaepoBanue 6b1aM BKAIOUEHBI 6 AeTelt 1 13 B3pocabIx
¢ roCT'XC (mysckoit oA, n=6; LleHTparbHas UAAIOCTpA-
uus). KanHuKO-AeMOrpaduyeckyie XapakTepHUCTUKH MallHeH-
TOB, A TAKXKE UX PacIpeAeAeHre B 3aBUCHUMOCTH OT BO3PaCT-
HOJ T'PYIIIBL IIpeACTaBAeHbI B Tabaune 1. CpepHuil Bo3pacr
MALHEeHTOB COCTAaBUA 26£14 AeT. Y B3pOCABIX HaOAIOAAAACH
0oAee MO3AHSS AMATHOCTHKA 3a00A€BAHUS [0 CPaBHEHUIO
C ATBbMH, BKAIOYAsI BO3PACT IIEPBOrO aHAAM32 Ha OIpeAEAe-
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uue yposast OXC (13£10 aer nporus 4+3 Aer) u Bo3pacT
BKAIOYeHH B peructp (28110 aer mpoTus 7£3 aer).

KcaHTOMBI CyXOXXHAMHM M KOXXHbIE KCAHTOMbI BbIIBACHBI
COOTBETCTBEHHO ¥ 68% 1 74% mIarueHToB, IIPU 3TOM KOX-
Hble KCAaHTOMBI 4Yallle PerHCTPHPOBAAMCh y Aeteit (100%),
a CYXOXUADBHBIE — y B3pocAbIX (77%). AumonsHas Ayra po-
FOBHIIBI BCTPEYAAACh ¥ 47 % OOABHBIX C COTOCTABUMON YaCTO-
TOH CPEAU B3POCABIX M ACTE.

BospacT MaHHM{ecTalMi CepACYHO-COCYAHCTBIX 3aboAe-
BaHni (MHPAPKT MUOKApAQ, MIIEMHYecKas GOAE3HD CEPALQ,
PeBacKyASpH3aLUsl apTePHil, R0PTAABHBIN CTEHO3) COCTABUA
2248 ropa. CepAedHO-COCYAUCTBIE 3a00A€BAHMS HAOAIOAQ-
AVICh IIPeMMYIeCTBEHHO Y B3POCABIX: HIIEMIYeCKasi 60Ae3Hb
cepalla ArarHocTupoBaHa y 85% B3pocabix u 17% perel;
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§ OPUT'MHAABHBIE CTATbU

Ta6anna 2. AuHaMUKA [TOKA3aTeASH AMITHAHOTO IIPOYHAS KPOBHU 32 IIEPUOA HAOAIOAEHHS B PETUCTPE (5,3i2,8 roAa)

Bcero (n=19) Aeru (n=6) Bapocasie (n=13)
Makcumaap-  YpoBeHb Maxkcumaan- Yposenn Maxcumaap- Yposenp
IToxasarean HBII 3aperu- npu HBIH 3aperu- npu HbIN 3aperu- npu
CTPHPOBAHHBIA IIOCAEAHEM P CTPHPOBaHHbIA IOCAEAHEM CTPHPOBAHHBIA IOCAEAHEM P
YpOBeHb BH3HTE YpOBeHb BH3HTE YpOBeHb BH3HTE
OXC, MmoAb/ A 20,5+4,6 12,1+5,6 <0,0001 23,4152 15,4+6,0 0,028 19,2+3,8 10,1+£5,0 0,001
XC AHIT, Mmoab/ A 17,7%£4,0 9,6%S,6 0,003 19,3+3,9 12,5+4,3 0,028 16,6+3,8 8,3+4,6 0,028
XC ABII, MMoab /A 1,2+0,8 1,5+0,7 0,213 1,2+1,1 1,0£1,0 0,345 1,2+0,6 1,2+0,3 0,463
TT, MMOAB /A 1,2+£0,4 1,1+£0,4 0,889 1,4+0,6 1,004 0,109 1,1+0,3 1,2+0,3 0,138
II/\I:E‘:)I,’ZH(Z/})’)°B€H” 15 (79) 4(67) 11(85)
Anu(a), mr/an 100 [27; 145] 88 [13;229] 113 [20; 166]
ﬁr(‘(;:‘)) 230 ur/as, 10 (67) 2(50) 8 (73)

OXC - 06muit xoaectepun; XC AHIT - xoaecTepus Auonporenpos Huskoit maorHocry; XC ABIT - xoAecTepUH AUIIOIPOTEUAOB BBICOKOM

maorroctH; TT — Tpuraunepuasy; An (a) — aunonporeua (a).

CEPAEYHO-COCYAUCTBIE BMEIIATeAbCTBA (pPeBaCKyASpH3aLL
apTepwmil, IPOTE3MPOBAHME AO0PTAABHOTO KAANaHA) MPOBe-
AeHBI 'y 62% B3pocabix 1 17% pAereil. AeTaAbHOCTb COCTaBH-
Aa 21% (Bce cAyYau y B3BpOCABIX), CPEAHHIT BO3PACT CMEPTH
29+£10 aet. Ha pucynke 1 npeacTaBAeHa TPaeKTOPHUS XKHU3HU
IAITMEHTOB, OTpaXKarolras Bo3pacT Hadaaa I'AT, spems manu-
¢ectariuu CCO u ux BUA. ATepOCKAEpPO3 COHHBIX apTepHil
BBIABACH Y 68% manueHTOB, B ToM uncae y 30% aereit. Ap-
TepUAAbHAs IUIIePTEH3Hs, KypeHHe, O)KUPeHHe BCTPeYaAUCh
PeAKO, He OTMeYeHO CAy4aeB CAXapHOIo Auabera M OCTPOro
HapyILIeHHUs MO3TOBOI'O KPOBOOOpaIleHHS.

lenmernyeckas BepudukalMs AMAr€HO3a IpOBepe-
Ha y 18 (95%) manmenros, skatouas 12 (92%) B3pocabix
u 6 (100%) peteit. Y S manueHTOB BhIABAEHA OHAAAEABHAS
MmonorenHass CI'XC ¢ mAeHTHYHBIMU BapHaHTAMU B TeHe
LDLR (romosuroTa) u y opsoro B rene APOB (romosuro-
1a), y 11 — 6uasseapnas monorennas CI'XC ¢ pasandnbl-
Mu BapuanTamu B rede LDLR (KOMIayHA-T€Tepo3Urora).
Y OAHOTO maIjMeHTa He BBIIBAGHO IIATOreHHBIX/BEPOSTHO
IIATOTe€HHBIX BAPUAHTOB, ACTEPMHHHUPYIOMHUX Pa3BUTHE MO-
HOTEHHBIX IIepBUYHbIX THIIEPXOACCTEPUHEMHIL. Y S IaIieH-
TOB HMEETCsI [I0 OAHOMY pebeHKY, Bce AeTH MMeIOT reTepo-
surorayio CI'’XC u moayyaror I'AT.

Tabauna 3. [MnoAnnuAeMIdecKasi Teparvs

B Tabanie 2 mpeacTaBAeHa AMHAMHKA [APAMETPOB AM-
IIMAHOTO COCTaBa KPOBU. 3a I€PHUOA HAOAIOAEHUS B peru-
CTpe OTMeYeHO CTaTUCTHUYECKH 3HAUMMOe CHIDKEHHe YPOB-
neit OXC u XC AHII (p<0,0001 1 p<0,01 cooTBETCTBEHHO).
K MomeHTy mocAepHero BH3HMTa HAOAIOAAAOCH CHIDKe-
uue xoHuentpanuu XC AHII Ha 46% A0 cpeaHux 3Haue-
Huit 9,6+5,6 MMoAb/A. Aumb 4 (21%) manueHTa HMeAH
yposerb XC AHII <3 MMOAb/A, MHHMMAAbHASI AOCTUTHY-
Tas KoHuenTtpauus 1,8 mMmoab/A. Yposenb Amn(a) 6bia u3-
mepen y 15 (79%) manuenTos, runepaunonporenpemus(a)
>30 mr/ AA BbsiBA€HA Y 67 % 06CACAOBAHHBIX.

B Tabaune 3 IIPEACTaBACHA ITOAyJaeMas manueHTamu IAT.
IMpaxTudecku Bee (95%) MaljueHThb! MOAYYAAM TEPAIMIO CTa-
THHAMH, IIPY 9TOM Y AeTell AedeHHe OBIAO HAYaTO B BO3pacTe
8+2 AeT, a y B3pocabIx — B 17£8 aeT. OCHOBHBIM ITperapaToM
SIBASIACSL PO3YBACTAaTHH, IMPUMEHSBIINICS ¥ 79% OOABHBIX
(83% cpeau Aeteit u 77% cpeau B3pOCAbIX). DszeTumubd 1o-
Aydaan 95% 06CAeAOBAHHBIX, B KOMOMHHPOBAHHOM Tepa-
nuu co cratuHamu — 89% 6oabHbX. MHrnéuropsr PCSK9
(Bce maLjMeHTHI IOAYYaAH UCKAIOYUTEABHO 9BOAOKYMab, ApY-
rue npemnaparst He pexomenposanbl npu roCI'XC) npuwme-
HAAMCH Y 37% mauuentos (33% aereit u 38% B3POCABIX),
a 42% nmean ombiT Tepanuu uHrub6uTopamu PCSK9 B mpo-

ITokasateap Bcero (n=19) Aern (n=6) Bspocasie (n=13)
Crarunsy, n (%) 18 (95) 5(83) 13 (100)
Bospacr Havara Tepanuy cTaTHHAMHE, TOABI 15£8 8+2 178
Aropsacrarus, n (%) 3 (16) 0 3(23)
Posysacrarus, n (%) 15 (79) 5(83) 10 (77)
zermub, n (%) 18 (95) 6(100) 12 (92)
IMpunmumaa panee uaruburopst PCSK9, n (%) 8 (42) 3(50) 5(38)
IMpunumaer B Hacrosmee Bpems uaru6uTops: PCSK9, n (%) 7 (37) 2(33) 5(38)
Adepes aumonrporeupos, n (%) 10 (S3) 1(17) 9 (69)
Aomurarua, n (%) 4(21) 2(33) 2 (15)

PCSK9 - npornpoTeHHKOHBepTa3a Cy6THANSHH / KEKCHH 9-TO THIIA.
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§ OPUI'MHAABHBIE CTATbU

PrcyHOK 2. AMHAMIKA AMIIMAHOTO COCTaBa KPOBH Ha GOHE IPUMEHEHHS PAa3AMYHBIX KOMOUHALIUH IUIIOAUIIMAEMITIECKOM TEPAIINI

251
22,4
<« 201
N
2
§ 151
B Bes Tepanun =)
B Ha repamun E 101
=
54
04
Yucao manueHTOB, N n=1 n=1 n=1
Bua Tepanun Cratuapl @ JseTrumub CraTunst
J3erumub
Cumwxenne XC AHII, % 50% 36% 21%

15,6+2,3

23,740,1

18,2+4,0 19,0£0,1

16,240,8

7,0+3,4

n=4 n=S§ n=3 n=2 n=2
CraTuHbL CraTuHbl CraTuHbl CraTuHsl CraTuHsbl
Azerumubd  JzetumMubd @ J3eTuMub @ I3eTHMHO @ D3eTHMHO
+ + + + +
uPCSK9 = Adepes = yPCSK9 = Adepes  Aomuramup
Ap gpe3 AomuTamnup,
61% 62% 63% 66% 73%

XC AHII - x0AeCTepUH AUIIONPOTEUAOB Hu3KoM aoTHOCTH; PCSKY9 - npornpoTenHkoHBepTasa CyO6THAM3HIH / KEKCHH 9-TO THIIA.

maoM. Adepes AMITOIPOTEUAOB IIPOBOAUAC ¥ 53 % manueH-
TOB, IIPH 9TOM €r0 Yariie IPOBOAUAM B3pocabiM (69% npoTus
17% y AeTeﬁ). AomuTtanua nmpuMeHsaAcs y 21% manueHToB
C OAMIHAKOBOM YaCTOTOM y B3POCABIX U AeTeil. Pexxum po3upo-
BAaHUS AOMUTAIIMAA BApPBUPOBAA OT S A0 20 M/ CyT pH MaK-
CHMaAbHO AoIycTHMOM Ao3e 60 mr. Ha pucynke 2 mpea-
CTaBAEHBI AAHHBIE TI0 AMHAMUKE AMIHAHOTO COCTaBa KPOBU
Ha QpOHe IIPUMeHeHNs pa3AndHbIx koMOuHanuit AT.

CpeaHHil Ieprop HAOAIOAEHHS B PETHCTpPe COCTAaBHA
5,3£2,8 ropa, Bkarovas 4,2+1,2 ropa y aereit u 5,8+3,2 ropa
Yy B3pOCABIX. 3a BpeMsi HAOAIOAGHHS 3aperiCTPUPOBAHO
14 CCO y 7 nauuenTos (BKAIoYas 0OAHOTO pebeHka): 4 ore-
paluH KOPOHApPHOTO LIYHTHPOBaHUS, 6 IpPOTe3UpOBAHHI
AOPTAABHOTO KAamaHa (BKAIOYAsi OAHO TIOBTOPHOE MPOTE3H-
poBanue), 4 caydas cMepTH. IIpHYMHAME AETAABHBIX UCXO-
AOB OBIAM B 2 CAyYasix BHe3aIlHasl CEpPAEYHAsI CMEPTh, B OA-
HOM — OCAOXHEHHS IIOCAE€ IOBTOPHOTO IIPOTE3HMPOBAHUS
A0PTAABHOTO KAQIAHA, €lje B OAHOM — OCAOXHEHHS, CBS-
3aHHbIe C HOBOHM KOpOHaBHpYCHOM uH¢exuuer. Ilosrop-
HOe AYTIAKCHOE CKaHMPOBAHHE COHHBIX apTEPHI IIPOBeAe-
HO y 15 (79%) manueHTOB, MPU3HAKK TPOTPECCUPOBAHUS
aTepOCKAEPOTHYECKOTO TIOpaXkeHUs BbiiBAeHBL Y 7 (47%)
u3 Hux. CpepHee yBeAUdYeHHe CTEIeHU CTeHO3a COHHBIX ap-
Tepuii cocTaBrao 21+10%.

O6cyxaeHune

INpeacTaBaeHHas paboTa — BTopoii aHaaus [ 13], o606ma-
romuii paassie o manyedTax ¢ roCI'XC B Poccuiickoir Qepe-
pauuu. Ee 0TAMYMTEABHBIME 0COOEHHOCTSIME SIBASIFOTCS YHC-
AO BKAIOYEHHBIX IIAIJUEHTOB U3 PA3AUYHBIX PETMOHOB HaIleil
CTPAHBI, AAUTEABHDIl [IEPHOA HAOAIOACHHS, a TAKKE OXBAT
KaK AETCKOM, TaK U B3POCAOI KOTOPTHL OTO II03BOASIET BCe-
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CTOPOHHE OIIeHHUTb KAMHHKO-TeHeTHYeCKHe U TepaleBTHde-
CKHe 0COOEHHOCTH 3a00A€BAHMS B PA3AMYHBIX BO3PACTHBIX
rpyImax.

IToAydenHbIe AQHHBIE CTABAT IepeA KAMHUITICTAMH, FeHe-
THKaMH U CHCTeMON MUHHCTepcTBa 3ApaBOOXPAHEHMS PSIA
Ba>KHBIX BOIIPOCOB.

Bo-mepBhIX, COXpaHAIOTCA CyIeCTBeHHbIE TPYAHOCTH
AMATHOCTHKHU 9TOTO 3a0oAeBaHusI B Haureil crpane. Mcxoas
13 Muposoii pacripocrpanentocti roCI'XC (1: 300 roic. ve-
AOBEK), 0XKHAAEMO€ YHCAO MALMeHTOB B Poccun AOAXHO co-
craBAgTh mouTH SO0 yeaoBek. OpHAKO B HacTOAIee BpeMs
B peructpe PEHECCAHC nabatoparorcs anib 19 60AbHBIX,
IPH 3TOM IOCAEAHME CAyYau 3aperucTpupoBaHbl B 2022T.
HecmoTps Ha Haamune B Poccuu 3HAYUTEABHOTO YHCAQ CIle-
IIAAM3MPOBAHHbIX AUIIMAHBIX IIEHTPOB, OXBAaTHIBAIOIUX Pa3-
AWYHBIe PerHOHbI cTpaHbl (62 AMIHAOAOTA M3 42 LEHTPOB
B 27 PeruoHax), pa3BUTHE HANPABACHUS TEAEMEAMIIHHCKIX
KOHCYABTALIMI C BEAYIIMMHU CIIELHAAMCTAMH B OOAAQCTH AM-
IIUAOAOTUH, HHHUIIMHPOBaHHbI HarpmoHaAbHBIM 061mecTBOM
IO M3YYEHHIO aTePOCKACPO3a OTKPBITBHIM AOCTYII K €AMHOM
HmAaTgpopMe C IepedHeM AHITUAHBIX IIeHTPOB 1 X KOHTaKTHOH
uHpOpMAIIeN Ha caiiTe OOIECTBa, a TAKoKe MHPOKYIO MPO-
CBETUTEABCKYIO AESITEABHOCTD IKCIIEPTOB OHAANH U B OYHOM
¢$opMaTe, CyImeCTBEHHOTO POCTA YHCAA BBIIBACHHBIX CAydYa-
eB roCI'’XC ne ormeueno. Aas marnuentoB ¢ roCI'’XC mocra-
HOBKA AMArHO3a M HAYaAO TE€PAIIMH C CAMOTO PAHHErO AeTCTBA
SIBASIIOTCSI IIPHHIJUITHAABHBIM KAIOUEBBIMH PaKTOpPaMH, OIIpe-
aeastromumu mporHos xusHu. JoCI'XC B HacTosmee Bpems
He BXOAUT B IlepedeHb 3a00AeBaHMUIl, BKAIOYEHHbIX B PaCIIH-
PeHHbII HeOHaTaAbHbIH cKpuHUHT. OpHaKO ¢ 2025 . BCTymuA
B cuAy npuka3 Munsapasa Poccuu Ne 2111, npeaycMarpuBa-
IOIIMIT IIPOBeACHHEe TAPTeTHOI'O AUIIHMAHOIO CKPHHUHTA Y Ae-
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Teil B Bo3pacTe 6 u 10 AeT Iipu HAAUINU

Pucynox 3. Cxema rIoA60pa TepaIuu y B3POCABIX, ACTEH
1 IOAPOCTKOB C TOMO3UTOTHOM CEeMeNHOM THIIePXOAeCTepUHEeMHUeH

ompepeaeHHbIx Kputepues [17]. Oxu-
AQeTCS, YTO PEAAM3AIMS STOTO MPUKA3a
6yAeT crocobcTBOBaTh HOAee paHHEMY
BBIIBAGHHIO AMCAMITMAGMUI, BKAIOYas
roCI'XC. Kpowme Toro, Ha TeppuTopun
CTpaHbl AeHCTByeT OecraaTHasi Ipo-
rpamMa auarHoctuku roCI'’XC u aApy-
ruX peAKux 3aboaeanuil (moApo6GHas
MHQPOPMAIUS IPEACTABACHA HAa eAUHOMH
AMIarHOCTHUYECKON IAATGOpMe pPeAKHX
(opdannbix) 3aboaesanmit testforlife).
ITpu mopospenmu Ha CI'XC pocrymma
MOAEKYASIPHO-TeHEeTHYeCKasl ~AHMarHo-
CTHKA, BBIOAHSIEMAasi Ha OIOAKETHOM
ocHOBe B MeAMKO-TeHeTHYeCKOM Hayd-
HOM IleHTpe uM. akapemuka H.II. bBoy-
KOBa. OTH IIPOTPaMMbl 3HAYUTEABHO
PACIINPSIIOT BO3MOXXHOCTH PaHHEH AHM-
arHOCTHKU M IIOATBEPXKAGHHS AHMarHo-
3a roCI'’XC ¢ mocaeayrommM mpoBeae-
HHeM KaCKaAHOTO CKPHHHHTA B CeMBbSIX
manpenToB. Y mamuenTtoB ¢ roCI'XC
PHUCK IepeAaur 3a00AeBAHUS ACTSM 3a-
BHCHT OT TeHOTHIA IapTHepa. Ecam
BTOPOH POAUTEAb MMeeT HOPMAaAbHBIN
reHOTHII, BCe AeTU OYAyT UMeTb reTepo-
surotayio CI'XC (100%). Ilpu coue-
TaHUU TOMO- U TeTePO3UTOTHOTO POAH-
TeAsl BePOSITHOCTb POXAEHHs pebeHKa
¢ roCI'XC cocrasaser 50%, c rerepo-
surotHort CI'’XC 50%. B namem nccae-
AOBaHUHM y S HAIJHEHTOB UMEIOTCS ACTH,
M BCe OHU YHACAEAOBAAM IeTepPO3HIOT-

BBICOKOMHTEHCHUBHOI'O CTAaTHHA
u 33eTHMHUOA IIpH ITIOCTAaHOBKE

Yepes 8 HeaeAb IPUCOCAMHUTD

Oyenume yposenvs XC AHII nocae 1-2 unvexyuii:
Hmeemca 15% cnumcenus XC AHIT?

Aa: — Her:

IPOAOAXKHTD TEPAIIHIO
unruburopamu PCSK9

ITeap poocTHTHYTA?

/A O6aBUTD AOMHUTAIIHA
1/MAY 9BHHAKyMa6

ITeaesoit yposens XC AHII npu roCI'XC:
AeTn/moapocTku:

o XC AHII <3 MMOAB/A, €CAY A€UEHIE HHUIUUPOBAHO
A0 18 AeT M Ipy OTCYTCTBUM NIPU3HAKOB aTePOCKAEpPO3a
II0 AQHHBIM BU3YaAU3UPYIOLINX METOAOB

o ITpu ACC3 cTpuMHUTBCS K 60A€e HUSKUM 3HAYeHHSIM ™

Bspocasie:

o XC AHII <1,8 MMOAB/ A, €CAM HET BRIPXKEHHBIX
$aKTOpOB pHCKa aTepOCKAEPO3a

o XC AHII <1,4 Mmmoab/A, npu ACC3
HAY 3HAYUMBIX $aKTOpa PUCKa

Kom6unarus

AMarHO3a Ecau nHTHOHTOPBI
l PCSK9/somuranmp,/
v 3BHHAKyMa0

HEAOCTYITHBI

uaru6urop PCSK9

!

HpeKpaINeHne TePaIH
unruburopamu PCSK9

Aa

IIpoAOAKHTD TepamnHio

Her

Adepes aAnnmonporenpoB

+

myio popmy CI'XC.
Bo-BTOphIX, OrpaHmyeHMs B BO3-

TpaHcnAaHTaIMS TeYeHH MOXKET PaCcCMATPUBAThCS MPH TsDKEAOM TedeHnu roCI'XC
B CAyYasX HEAOCTaTOYHOTO OTBETa Ha MEAUKAMEHTO3HYIO TePaIIHIO
HAV HEBO3MOXXHOCTH €€ MMOAHOIIEHHOTO ITPOBEASHHUS

MOXKHOCTSIX KOPPEKI[UH IHIIePXOAeCTe-
punemuu. Pexomenparmu EAS 2023 r.
[1] mo Tepanuu roCI'XC mpeacras-
AeHBl Ha pucyHke 3 (AaanTHpOBaHO
mo [1]). Y 6oAbmmHCTBA ManueHTOB
IpYMeHeHHe MAKCHMAAbHO IIepeHOCH-
MBIX AO3 CTATHHOB U 93eTUMHUOA He I10-
3oasieT poctuyb nesepix yposHedt XC AHIIL Coraac-
HO HAaIIUM AAQHHBIM, 89% OOABHBIX B PETHCTpe MOAYYAIOT
KOMOMHHMPOBAHHYIO TEPAlHI0 CTATHHAMH U 33€THMHOOM
¢ Aerckoro Bospacra. Muruburopsr PCSK9 obecneunsa-
IOT YMEepPEHHbIN THIIOAUIIUAEMHUYeCKUi 3P PeKT, HO TOABKO
Ipu HaAuduu ocraTouyHoi akTusHocTu AHII-perjentopos.
OpaobpennniM aas npumenenus npu roCI'XC mpemapa-
TOM SIBASIETCSI 9BOAOKYMab. B cooTBeTcTBHM ¢ OOHOBAEH-
HBIM COTAacuTeAbHbIM pokymeHToM EAS [1], mpoaoasxe-
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XC AHII - xoaecTepuH AHIIONPOTEeUAOB HU3KOH MAOTHOCTH; TOCI'XC - romosurorHas ce-
MefiHas runepxosectepunemuss; ACC3 — aTepockaepOTHYECKHE CEPAEIHO-COCYAUCThIE 3a-
6o0aeBanust; PCSK9 - mponpoTeMHKOHBePTa3bl CYyOTUAU3UH / KEKCHH 9-TO TUIA

*TIpu ACC3 y aereit ¢ roCI'’XC 1jeaecoo6pasHO OpUEHTHPOBATHCS Ha LieAeBble YPOBHH
XC AHII, pexoMeHAOBaHHbIE AAS B3POCABIX C O4€Hb BHICOKMM puckoM passutus CC3.

Hue Tepanuu 9BoAokyMabom npu roCI'’XC pexomenayercs
npu cHikeHun yposHs XC AHIT na 15% u 6oaee or uc-
XopHoro. B HameM mccaepoBaHUU y 79% IalueHTOB IpeA-
IPYHUMAAACH IOIBITKA HasHayeHus uuruburopos PCSKO,
B HaCTosmee BpeMs NPOBOAUTCS AedeHHe IperapaTaMu
aToit rpymmsl y 37% 60AbHBIX. BeMmesoeBast KHCAOTA ITOKa
He usydeHa y nanuentos ¢ roCI'’XC, noaTomy ee npumene-
HHe He PeKOMEHAOBAHO. AOMUTAIMA He 3aperuCTPUPOBaH
Ha teppuropun Poccuiickoit Pepeparuu, 0AHAKO Ha OCHO-
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BAHUM KOHCHAMYMA CIIEIIHAAMCTOB BO3MOXKHA €ro 3aKyIKa
AASL B3DOCABIX U AeTel. B HameMm perucrpe yeTpipeM manu-
enTaM ¢ roCI'XC 6p1Aa MHUIIMHPOBAHA TEPANUS AOMUTAIIU-
AoM. XOTsI HU OAMH TIAIIMEHT ITOKA He AOCTHI MaKCHMAaAb-
HOM AO3BI IIperapara, IOAYYaloU[ie AOMHUTAIHA OOAbHBIE
IPOAEMOHCTPHPOBAAU BBIPAKEHHOE CHIDKEHHE YPOBHS
XC AHII. Hauboaee pacipocTpaHeHHBIMHU HeXeAATeAbHBI-
MM SBACHHAMH B UCCAGAOBAHMUAX IPH MPUMEHEHHH AOMH-
TalMAQ OBIAM AUCIIEIICHYeCKHe SIBA€HMS, KOTOpble B HOAb-
IIMHCTBE CAyYaeB UMEAU ACTKYIO MAU YMEpPeHHYIO CTelleHb
BbIpaXkeHHOCTH |18]. DBUHAKYMab TOKa3aA BBICOKYIO 3-
¢exruHOCTD y manuenTos ¢ ToCI'’XC B cHKeHHMH ypOB-
a1 XC AHII, opHako oTOT mpemapar B HacToslee BpeMs
HepocTyneH B Poccun. Ilposeaenne adepesa aumompore-
HAOB BO3MOXXHO TOABKO B CIIEITMAAM3HPOBAHHBIX IIEHTPAX,
TpebyeT BBICOKOM KBAaAMQPUKAIIMU CIEIJMAAMCTOB M B Ha-
IIeit CTpaHe OCYIeCTBASeTCS IperMyecTBeHHO B Mockse
u Cankr-Ilerepbypre. Peryasprocrs npoueayp (2-3 pasa
B Mecsl]) OTPaHMYMBAET BOSMOXKHOCTb IPUMEeHeHHs adepe-
3a AAS TTAITMEHTOB M3 OTAAAEHHBIX PeTMOHOB B KPYIIHBIX I'O-
POAAxX B CBSI3H C AOTHCTHYECKMMH TPYAHOCTAMH. B Hamem
HCCAEAOBAHMU 9 B3POCABIM IAIIMEHTAM PeryAsipHO IIPOBO-
auTcs apepes aunonpoTenpos. Haunnasg ¢ 2023 ., uHUITUH-
poBaH adepes aunomnporenpos pebenky ¢ roCI'XC, uro siB-
ASIeTCS BOXHBIM AOCTHDKEHHEM M OTKPBIBAET IepCIIeKTHBBI
MacmTabupoBanus Metopd. B Poccun oTcyrcTByeT OmpiT
TpaHcIAaHTanmy nedenu naguentaM ¢ roCI'’XC. B mexay-
HAPOAHBIX HCCAEAOBAHHAX 3TOT PAAUKAABHBIA METOA Aede-
HUSI A6MOHCTPHPOBAA KaK IOAOKUTEABHbIE PE3YABTATHI [ 3 ],
TaK U CAyYaH HeIjeAeCOOOPa3HOCTH B OTHOIIEHUH OTAAACH-
HBIX IPOrHO30B [ 19], 4To TpebyeT paAbHeMIIel OLeHKH eTo
6e30macHOCTH 1 9 PeKTUBHOCTH.

B-TpeTpux, HEOOXOAMMO YUHTHIBATh IICHXOAOTHYECKHE
M COIjMaAbHbIe aceKThl BeaeHns manuenTos ¢ roCI'XC. Ha-
AMYHe TSDKEAOTO TeHeTHYEeCKOTO 3a00AeBaHHs OKA3bIBAET BbI-
pakeHHOe BAMSHME KaK Ha NMAl[eHTOB, TaK U HAa MX CeMbH,
dopMUpys TOCTOSIHHOE YyBCTBO TPEBOTH, IIOXKHM3HEHHOMH
3aBHCHMOCTH OT TepPAlMH U HEOOXOAMMOCTHU PEryAsipHOTO
MEAUIIMHCKOTO KOHTPOAS C PaHHEro AeTCTBAa. B Hamem wc-
CAeAOBAaHHM ABOE MOAOABIX ITAITMeHTOB 21 ropa OTKa3aAMCh
OT AQABHEHIIEr0 MEAMIIMHCKOTO HAOAIOAGHHS, HEeCMOTpS
Ha paHHee HaJaAO TePallui ¥ MHOTOACTHee B3aHMMOACHCTBHE
C A€YAI[MMHU BpavaMH, 0OCyXAeHHe TedeHHs 1 IPOrHO3a 3a-
00AeBaHIsL, YTO IIOAYEPKUBAET IPOOAEMY CHIDKEHUS IIPHBep-
’KeHHOCTH y MAIIMEHTOB MIePEXOAHOTO BO3pacTa. B ceHTs0pe
20251. pons FH Europe (Eppomneiickas nanyueHTckas opra-
nusanus no CI'’XC) nposea Bcrpedy B EBponefickom mapaa-
MEeHTe, IOCBSIEeHHYIO ACCATUASTHIO CBOEH IPABO3AUTHOM
AeATeAbHOCTH, BO3rAaBAsgeMoil manueHTamMu. Ha mepompu-
SITHH, IOMHMO BEAYIINX MHPOBBIX 9KCIIEPTOB B 0OAACTU AH-
IIAOAOTHH, BHICTYITHUAM TTAIIMEHTHI C HACAGACTBEHHBIMH AVIC-
anmmpemusivu (rereposurortHoit 1 romosurotnoit CI'XC,
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NOBbIIEHHBIM ypoBHeM Am(a) U cemefHON XHAOMHKpO-
HeMHell), KOTOpble Ha COOCTBEHHBIX MPUMEpax MOKA3aAH
OpeMsi XU3HHM C TSDKEABIMH TeHETHYeCKUMHU 3a00AeBaHMS-
MH U ITOAYEPKHYAU A€PUITHT IICHXOAOTHYECKON IIOAAEPKKH,
OTPHIIATEABHO BAMSIOIIMI HA KA4eCTBO >KM3HH. TakuM 06-
paszoM, ocoboe 3HaueHHe NMpUOOpeTaeT CHCTeMHas IICHXO-
COIIMAAbHAsI TIOMOIIb, peaAusyeMasi dyepe3d paboTy MYABTHU-
AMCLIUTIAMHAPHBIX KOMaHA (KApPAHOAOT, IICHXOAOT), a TaKXe
Jyepe3 pa3BHUTHE MAI[EHTCKUX COOOMECTB, B KOTOPbIX CEMbU
MOT'YT OOMEHHBAThCSI OIBITOM, IIOAYYATh HUHPOPMALHOHHYIO
U 5MOITMOHAABHYIO NTOMOINb. B Hamell cTpaHe QyHKIIMOHHU-
pyer marmenTckas opranusanus 6oapHpix CI'XC, koTopas
BHOCHUT 3HAYUTEAbHBIN BKAAA B IOBBIIEHHE OCBEAOMAEHHO-
cru 0 3a60aeBaHui. OAHAKO, BEPOSITHO, B CHAY KYABTYPHbIX
0cobeHHOCTe! 1 HEAOCTATKA HHUIIMATHB, AKTHBHOE B3aUMO-
AEVICTBHE MeXAY ITaljeHTaMH C OAMHAKOBBIM 3a00AeBaHMH-
eM IIOKa OCTaeTCsl OrpaHMYeHHBIM. BMmecre ¢ TeM Ha mpume-
pe nenTpa adpepesa aunonporenpos B HMUL] xapanosoruu
uM. akapemuka E. M. Hasosa, cpean 7 manyeHTOB, KOTOPBIM
peryasipHO mpoBoaracs apepes no nosopy roCI'XC, coop-
MHPOBAAACH YCTOMYMBASI KOMMYHHUKAIIMS 1 OOMEH OIIBITOM,
YTO CTAAO BAKHBIM HMCTOYHHKOM ICHXOAOTHYECKOH IIOA-
AEPXKKH U CIIOCOOCTBOBAAO IMOBBIIIEHUIO TPUBEPKEHHOCTH
TeparnuL.

COBOKYITHOCTD HOAYYEHHBIX AQHHBIX ITOAYEPKUBAET He-
00XOAUMOCTh KOMIIAGKCHOTO IIOAXOAQ K BEACHHIO IMAIjHeH-
10B ¢ roCI'’XC [20-22]. [TpuopuTeTHbIMY HAIPABACHHUSAMH
SIBASIFOTCSI TIOBBILIEHHE HACTOPOXKEHHOCTH Bpadedl pasAny-
HBIX CIIEIIMAABHOCTEH K PEAKMM (OPMaM AMCAMIIMAEMHH,
PasBUTHE IIPOrPaMM KAaCKAAHOIO CKPMHHMHIA M HEOHATaAb-
HOTO TeCTHPOBaHUsL, ObecIiedeH e AOCTYIIA K COBPEMEHHBIM
METOAAM Tepamuu U adepesy, a Takke BHEAPEHHE CHCTEM-
HOM IICHXOCOITAABHOM MOAAEPKKH MALJIeHTOB U MX CeMel.
Peaamsanus 9THX Mep IO3BOAUT CYLIECTBEHHO YAYYIIUTb
BBIIBASIEMOCTb  3a00A€BAHMS, OITHMH3HPOBATh AeUeHHe
U TOBBICUTD KAUeCTBO >KHM3HHU IAIIMEHTOB C TSDKEABIMH Ha-
CAEACTBEHHBIMH HAPYIIEHUSIMI AUIIMAHOTO OOMeHa.

3akAoueHHne

T'omosuroTHasi ceMeiiHasi TUIIePXOAECTEPUHEMHS — HaH-
fboaee TKeAOE HACACACTBEHHOE HapylleHHe AWIHAHO-
ro obMeHa, aCCOLUUPOBAHHOE C KpaiiHe BBICOKUM PUCKOM
Pa3BUTHSL CEPAEUYHO-COCYAHCTBIX OCAOXHEHHI, MaHudpe-
CTUPYIOIIMX B AeTCKOM Bo3pacre. HecMmoTps Ha pacmmpe-
HUe BO3MOXXHOCTEH Tepalyy B Halllel CTpaHe, BKAIOYAIOIUX
mpuMeHeHMe adepesa AUIIOIIPOTEUAOB U AOMUTAIIUAQ, AUIID
21% manueHTOB AOCTUTAM YPOBHS XOAeCTEpHHA AMIIONIPOTe-
HWAOB HHM3KOI ITAOTHOCTH <3 MMOAb/A. Pannuit BO3PACT Ma-
HUECTALH CEePAEYHO-COCYAHCTBIX 3a00A€BaHUI Y IALU-
€HTOB C TOMO3UTOTHON CEMEMHOMN TUIlepXOAeCTepHUHEMHUEN
B PErucTpe IOAYEPKUBAET HeoOXOAUMOCTb CBOEBpEeMeH-
HOW AMArHOCTHKH, AKTUBHOTO HCIIOAb30BAaHUS T'e€HETHYe-
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CKOTO TeCTHMPOBAaHHUA U 00513aTeAbHOTO MIPOBEAEHHS KaCKaA-
HOTO CKPMHHHIA YACHOB CE€MbU M MaKCHMMAAbHO PaHHEro
HavaAa MHOTOKOMIIOHEHTHOHM THITOAMIIMAEMHYECKOM Tepa-

ITINH AAST YAYYIIEHH IIPOrHO3a Y IIALIMEHTOB C TOMO3HUTOTHOM

ceMeHMHOM rurnepxoAecrepuHeMueil. C IleAbI0 PaHHEroO BbI-
SIBACHHUSI TAKHX AMI] B MUpPe 00CYyXAQeTCsl BO3MOXKHOCTD BHe-
APEHHS IPOTPAaMM YHHBEPCAALHOTO CKPHHHUHIA HAa XOAECTe-

PHH B AETCKOM BO3pacCTE€.

10.

11.

12.
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