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CokpatleHus

CokpameHns

AT - aprepuanbHas TUNIEPTEH3UA

AmnoB -anonmunonporenn B

reCI'’XC - reTepo3uroTHas ceMeliHasA TUIIEPXOIeCTePYHEMUA
roCI'’XC - roM03UTOTHas ceMellHas TUIePX0/IeCTePYHEMUA
I'XC - runepxonectrepuHeMns
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JIHII - numonpoTenzbl HU3KOV ITIOTHOCTY
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PCSK9 - nponpoTenH KOHBepTasa CyOTYIN3VH/KEKCUH THIIa 9




TepMMHbI nonpeaeneHna

TepMuHbI 1 onpeneneHn s

IereposurotHas CI'XC (reCIXC) - CI'XC, mpm KOTOpOit fedeKTHbII TeH
JIHII-penenrtopa nepefaercs OT OGHOTO U3 POSUTENIEN.

T'omosurotHast CIXC (roCIr'XC) - CI'XC, mpu KOTOpOil AedeKTHbII TeH
JIHII-perienitopa nepenaeTcst OT 060MX poguTerneli.

CC3 arepockmepornyeckoro renesa (or anrn. ASCVD (Arteriosclerotic
cardiovascular diseases); cuHOHUMBL: aTepockneporudeckre CC3; CC3, o6ycmos-
JICHHBIE aTePOCK/IEPO30M) — CepPHIeIHO-COCY/AUCThIe 3a00/IeBaHIS AT€POCKIEPOTH-
4eCKOTO0 reHe3a, K KOTOpbsIM OTHOCATCs VIBC, aTepoTpoMOOTIYe CKMIT MIIEMYeCKIIT
MHCY/IbT, TPAaHSUTOPHAsI HIIeMMUYeCKas araka, mepudepudecKuit arepocKiepos
C aTePOCK/IEPOTUYECKVMU O/ISIIIKAMI, CTEHO3UPYIOILUMIY IIPOCBET COCyAa = 50%.

Pannee pasputue arepockneporndyecknx CC3 - passurne CC3 arepockiepo-
TUYECKOTO TeHe3a Y MY>KIMH B Bo3pacre < 55 J1eT, y )KeHIIuH < 60 j1er.

IToppocTKOBBIN BO3PACT — IEPHOJ, pOCTa U pa3BUTHA Y€TIOBEKA, KOTOPBIN ClIefy-
€T II0CIe IeTCTBA M JJINTCA 10 JOCTVKEHNA 3PEIoro Bo3pacTa, TO ecTb ¢ 10 1o 18 ner.

ITpo6anp — mepBoe IMIIO B CeMbe, Y KOTOPOTO BBIABJIEH AVarHO3 HAaC/IeCTBEH-
Horo 3a6ojieBaHus, B faHHOM cnydae CI'XC.

KackagHblii CKpMHUHT — O3TallHAsA UAEHTU(MUKAINSA TaLMeHTOB ¢ 3ab0/IeBa-
HIEM CpeJiyl YIeHOB CeMbl IPO6aHa; VKT, KOTOPBII ITOBTOPsAETCA (KackagoM) i
Ka)K/IOTO POJCTBEHHMKA C JMAaTHO30M HAC/IeICTBEHHOTO HapyIIeHMs JTUIUTHOTO
o6MeHa, YTO IPUBOAUT K YBEIMIEHNIO KOMNIECTBA OOHAPY)KEHHBIX IOTEHIIMAb-
HBIX 00'bEKTOB.




1. Onpeanenexue. Uctopus n3ydeHmns

1. Onpepenenne. Vicropusa nsydennsa

Cewmeiinas runepxonecteputemus (CI’XC) — MoHoreHHOe 3aboeBaHue ¢ mpe-
MMYIeCTBEHHO ayTOCOMHO-TOMMHAHTHBIM TUIIOM HaCJIelOBAHM A, COIIPOBOXK/IAI0-
Ijeecs 3HAUYUTETbHBIM IIOBBIIIEHNEM YPOBHA X0/IeCTePIHA INTIONPOTEN 0B HU3KOM
mnotaocty (XC JIHIT) B KpoBu, 1 KaK CIefCTBME, IPEXKAEBPEMEHHBIM PasBUTIEM
U IPOTPecCUpPYIIUM TeYeHMeM aTepOCKIepo3a, KaK IpaBMUIO, B MOJIOJOM BO3-
pacte. B 1938 r. CI'XC 65bia BrepBble onucaHa HOpBexXckuM ydeHeiM C. Muller.
B 1940 r. C. Wilkinson 6p1a mokasaHa reHeTHdYecKas HpMUPOZa 3abOmeBaHU.
B 1963 1. A. Khachadurian Ha ocHOBaHMM reHeTUYECKUX UCCAENOBAHNIL OBIIN BbI-
Ie/leHbl TOMO3UTOTHAS 1 reTepo3uroTHast popmbl 3a6oneBanus. B cepennue 1970-x
IT. aMepuKaHcKue yaeHole M. Brown u J. Goldstein o6Hapy»xumn, 4To reHeTmde-
ckuit fedext npu CIXC mposiBAsieTcss OTCYTCTBMEM PeLENTOPOB, 0ONafaloux
BBICOKOIT apPpMHHOCTBIO K MMmonpoTensaM Huskoit mwiorHoctu (JIHIT). B 1985 r.
y4eHbIM Obl1a BpyueHa HobeneBckast mpemus B 06/1acTyt MEAMIVHBL U (PUSMOIOTUN
3a otkpsitue JIHII-peuentopa n uccnegosanne CI'XC. B cepenuue 1980-x rr. o6Ha-
py>xeHo cHiDKeHre obopora JIHII-perienTopoB y 4acTy MALMEeHTOB, He MMEIOLINX
Bcex npusHakoB CI'XC. Ilo3gHee 6bT OTKPBIT ceMeltHblll medexT amobenka B100
(amoB). B 2013 ropy npenTuduuuposanu red PCSK9, kogupyomuii npornpoTenH
KOHBepTasy CyOTUINSMH-KEKCMHOBOIO THUIIA 9, B Ka4eCTBE TPETHErO IPUIVMHHOIO
reHa ayTOCOMHO-IoMMHaHTHOI runepxonecrepuemMnn (I’XC). Takke BcTpedyaroT-
ca u pegkue popMbl CI'XC ¢ ayTOCOMHO-pelleCCUBHBIM TUIIOM Hac/IefJOBaHM .




2. 3Tnonorus u naToreHes

2. 9TUOIOTUA U MMATOTeHE3

ITaTorenetnueckoit ocHoBol knuHMYeckux nposasnennt CI'’XC cayxut arepo-
CKJIePO3, BOSHUKAIOIINII B pe3y/IbTaTe HalnuMA BbIcOKo KoHLleHTpauyyu XC JIHIIL
B ToHKoOII KHUIIKE 1TOJ, BO3ENCTBIEM XXEMYHbBIX KUCIOT ¥ NAaHKPEeaTUYECKO InIIa-
3Bl IPOMCXOAUT 3MY/IbIMPOBAaHME U TUPOIN3 MUIIEBBIX KMPOB, KOTOPbIE YIIAKO-
BBIBAIOTCS B XMIOMUKPOHBI, OCHOBHBIM aIl00€KOM KOTOPBIX SBJIACTCSA anmobe/IoK
B48. Tlox BO3meiicTBMEM IUIOMPOTEMHINIIA3DI, aKTUBUPOBaHHON anobenok ClI,
XMIOMUKPOHBI pacmafatorcst Ha Tpurauuepunsl (TT) u pemHaHTHI (OCTaTOYHBIE
XMTIOMUKPOHBI), a anobenok CII mepeHocuTcss 06paTHO Ha IUIIONPOTEN]], BBICOKOI
wrotHocty (JIBIT). PeMHAaHTBI TyTeM B3aMMOJENCTBUS C PelleITOPaMH [TOMAfAI0T
B II€YeHb U TU[POIUSYIOTCS ¢ 06pasoBaHMeM CBOOOAHOTO XomecTepuHa (puc. 1).
CHHTe3 9H[JOreHHOTO XO/IeCTePUHA IIPOMUCXOAUT IJIABHBIM 00pasoM B medeHu. V3
TPeX MOJIEKYII aeTnaKopepMeHTa A, IPeACTaB/IAI0Ero co60i aKTUBUPOBAHHYIO
YKCYCHYIO KUCTIOTY, 06pasyeTcst MeBa/IOHAT, fja/iee MeBajIOHAT [IPEBPAIAETCs B 130-
HeHTeHWIAUPOCPAT, MeCTb MOIEKYT KOTOPOTO IOMMMEpPUSYIOTCS 1 obpasyercs
CKBaJjleH, KOTOPBbIii IIOC/Ie OTIIEIIEHI TPEX aTOMOB YI/IEpOJia IIEPEXOAUT B XOJIe-
crepuH. O6pazoBaHye MeBa/OHATa 13 alleTMIKO(epMeHTa A B SHIOIIa3MaTUde-
CKOM PeTUKYIyMe IPOUCXOANT IOJ] BO3eIICTBIEM KIII0YeBOT0 PEry/IATOPHOro dep-
MeHTa OMOCHHTe3a XOJIeCTepUHA — 3-TUAPOKCH-3-MeTUIrTyTapunKoA-penyKTaspl.
Crumynanus pepMeHTa IPOUCXOANT IIOJ, BO3JEVICTBMEM VHCYIMHA U TUPOKCUHA,
VHTUMOMPOBAHUIO CIIOCOOCTBYET IIOKArOH, 9K30TCHHBIN XOJIECTEPUH Y JKeTYHbIe
KMCnoThl. B knerkax nedenn TT u xonecTepuH yIaKOBBIBAIOTCSA B TMIOIIPOTEUIbI
O4YeHb HM3KOII IVIOTHOCTH. [locie moCTymIeHns B KpOBSIHOE PYCIIO M BO3[EICTBUS
JUIIONPOTeNHINIA3bl 4acTb TT BBICBOOOXXJAIOTCS, 00pa3yIOTCS MUIOIPOTEUNDI
IpoMeXyTo4yHoit mnoTHocTHu. [To Mepe ymeHbuieHus konndectsa TT ano6enox CII
nepeHocutcs obparHo Ha JIBII. Copmep>kaHue xomecTepyHa U ero sGUpOB CHIKa-
eTcs u gocturaeT 45%; YacTb IMIIONPOTENIOB IIPOMeXYTOUHON mnotHocTy (JITIIT)
3aXBaTBIBAETCs TEMAaTOLMTAMMU 4epe3 B3aMMOJENCTBUE C PeleNTOpoM K amobern-
Ky E. BosgeiicTBue nmunonpotentnnnasel Ha ocrapuyecs JIITII ciocobcTByeT cHU-
JKeHNI0 KOHI[eHTPaliY X0/lecTepuHa 1 ero a¢upos 1 obpasosanmio JIHII (puc. 1).
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Pucynox 1. Tpancnopm 3K302eHH020 U IHO0ZEHHO20 XOTECMEPUHA

ITpumevannst. E - ano6emnok E, B-48 — ano6enox B48, C-1I - ano6enox CII, anoE - perentop — peuentop
k anob6enky E, B-100 - amo6emok B100, JTHII-penjentop — penenTop K IMIIONPOTENfAM HUSKOI IIOT-
HocTty, TT — Tpurnuuepupsl, JIITJI - nunonpoTtenHnunasa. [ledeHb — OCHOBHOE MeCTO pelleNTOp-O0IIO0-
cpenoBanHoro Karabonusma XC JIHII. Penenropst JIHII, pacnonoskeHHble Ha TeNaTOLUTE, YAAISIIOT
XC JTHII u3 nna3msl Kposu nyTem casbisanns JIHIT. O6pasoBaBuiniicss KOMIIEKC IIOCPEICTBOM B3a-
nmopeitctBus ¢ 6enkom-afantepom K JIHII-penentopam (LDLRAPI), myTem 3HZOLMTO3a IPOHUKAET
B K]'IeTKy, 3aT€M HAIIpaAB/IAETCA B J'II/ISOCOMY, Thoe IpoMCXoanT paspymeﬂme HHH-‘{aCTI/[LL Cas3biBaHIe
PCSK9 ¢ JIHII-perjeriTopoM Ha IOBEPXHOCTH renaronyuTa cuocobcrsyer gerpaganuu JIHII u nmpegor-
BpalljaeT ero penupKyIALuio dyepe3 MeMObpaHy. X0o/necTepuH ABIAETCA BaXKHOI COCTABHOI YacThIO KJIe-
TOYHBIX MEMOPaH, y4acTBYeT B OMOCHHTe3€ KeMIHBIX KICTIOT, MCIIONb3YeTCs /1A 6MOCHHTE3a CTepOn-
HBIX TOPMOHOB ¥ BuTaMmuHa D3.

Passutue CI'’XC o6ycnoBneHo fedekTaMu reHoB 0eIKOB, YYaCTBYIOLINX B Me-
TaboNMM3Me TUIOPOTEU OB, B pe3y/IbTaTe KOTOPBIX HAPYIIAeTCA 3aXBaT KIeTKaMM
JIHII-yacTtun u B KXpoBu nosbiinaeTrcs ypoBeHb XC JIHII. B saBucumoctu ot nytu
HacjIeflOBaHNU A BBITENAIOT ayTOCOMHO-IOMMHAHTHYIO ¥ ayTOCOMHO-PeLleCCUBHYIO
CI'XC, xoTopas BCTpedaeTcs KpaliHe pefiko. 3a BOSHUKHOBEHNE ayTOCOMHO-JOMU-
HaHTHOI CI'XC oTBeTcTBeHHBI MyTauuu B reHax LDLR, APOB n PCSK9.

Camas yactas reHetndeckas npuunta CI'XC — MyTanus B reHe perenrtopa anIo-
IpOTeN0B HU3KOM IoTHOCTU (LDLR) M0KaIM30BaHHOIO B KOPOTKOM IlTede 19 xpo-

mocomsl. Hyxnmeorupuas nens reHa LDLR cocrout us 6onee 45000 HYKI€OTHHOB.
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2. 3Tnonorus u naToreHes

I'en LDLR pacnonoxeH, I/TaBHBIM 00pa3oM, Ha IIOBEPXHOCTY TellaTOLUTOB M UI'pa-
€T K/IIOYeBYIO PO/Tb B CBA3BIBAHMI U BBIBEEHNM 13 KPOBOTOKA IVIPKY/IMPYIOLIVX
JIHIT-gactuu. Ha ceropHAIIHMII fieHb u3BecTHO 6omee 1600 myTtanuit LDLR, coco6-
HBIX HapyIINTh QYHKIMIO pellenTopa 1 BbisbiBaTh passutre CI'XC. Myraunn B reHe
LDLR obycnaBnusaoT oT 85% 0 90% cryyaes CI'XC. B HacTosIIee BpeMs NAEHTH-
¢bunMpoBaHo NATH KMaccoB MyTanuit pererrropa JIHII. IIpu mytanmsax 1-ro kmacca
IIOTTHOCTBIO0 HAPYIIAETCA CMHTES PELIENITOPOB B 9HMIOIIA3MAaTUIECKOM PETUKYIYME,
IpYU JPYTUX KJIaccaX MyTaluit pOpPMUPYIOTCSA M3MEHEHHBIE pelielTophl. MyTanum
2-T0 K/1acca HapyIIalT TPAHCIOPT PELENITOPOB B anmnapar ['onbmxu, MyTanum 3-ro
KJIacca IpenATCTBYIOT cBasbiBanuio JIHII ¢ penentopom, MyTanuu 4-ro Kiacca Ha-
pyuIaoT GpopMMUpoOBaHe KOMIIIEKCA PeLielI TOP-IMTaHf, IPU MYTalMAX 5-T0 K/acca
IPOMCXOAUT CHHTE3 PELieIITOPOB, He CITOCOOHBIX K PEeLIMPKY/IALNU Ha TOBEPXHOCTD
knetku. [Ipmuannort CI'XC Hanbornee 9acTo ABMAATCA MyTauuu motepu GyHKIUN
(loss of-function) B rene LDLR, umeromiyie KOZOMIHAHTHBII ayTOCOMHBII TUII Ha-
cneposanus. Oxono 1-2% cnydaes CI'’XC cBasano ¢ myTaunamu rena PCSK9, ko-
mupytomero cunres PCSK9, xoropslit perynupyet konudectso JIHII-perentopos
Ha MOBEPXHOCTU KJIETKM U CIOCOOCTByeT uX Aerpagaumu. Myraumm ycumeHus
¢yHkiun (gain-of-function) rera PCSK9 croco6CTBYI0OT yMEHBIIEHNIO PELIEIITOPOB
JIHII. IMTauyeHTs! ¢ ZaHHON MyTanueil uMeioT 66nbimnit yposers XC JIHIT u 6onee
BBICOKIII PUCK IIpexXfieBpeMeHHOro passutus VIBC, uem 60/bHBIE ¢ MyTallMeli reHa
LDLR. B cembsX, Ifie OOVH M3 POAUTENEN MMeeT NJOMWHAHTHBIN MYTaHTHBIN a-
JIeNb, BEPOSATHOCTD HACTeHOBAaHNA ITATONMOTMYECKOTO ajiend coctaBusaeT 50%. [Ipn
HacjefOBaHMM IBYX MYTAHTHBIX ajjleiell BOSHMKAaeT KOMIIAyH/JHas TeTepPO3UTO0Ta,
KJIMHWYeCKY TPYRHO OTIMYMMasg oT roMmo3urorHoit ¢popmsr CI'XC, HO 3a4acTylo
uMetontas 6onee Hu3kui yposenb XC JTHIL

Bropasa mo vacrore mpuuymnHa CI'XC - MyTaumusa B TeHe amoOAMUIIONPOTENHA
B (APOB), xopupytomem anoB. AnoB peiicTByer kak /muranp ans JIHII-penento-
poB. A1oB cyuiecTByeT B Buzie AByX nzogpopm: arioB48 u anoB100 u koHTponupyert-
csarenoM APOB. I'en, kogupytomuii anoB100, moxanusyeTcs BO BTOPOI XpOMOCOME.
Myrauunu rena APOB npuBopat k HapymeHuto ceasbiBanua XC JIHIT ¢ JTHII-pe-
LIEIITOPOM, CIIOCOOCTBY: yBenundeHuto konnexHTpanuu XC JIHII B kposu. Janubli
TUII MyTalluy dallle BCTpedaeTca cpefiy Haponos 3anasHoli Esponbl. Bropbim Ha-
3BaHIeM 3a00JIeBaHM A ABJIAETCS «CeMelHbIIl fedeKT anoB». B pesynbrare nsmene-
Huil B reHe nomosyHa JIHIT-yacTui He cnoco6Ha cBsisatbcs ¢ JIHII-perjenntopom.
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2. 3Tnonorus n naToreHes

Mytanun rena APOB obecneunBaor oT 5 go 10% cnyvaes CI'XC. BoiaBneHo He-
CKOJIbKO TaTOreHHbIX MyTanuit reHa APOB. TlokasaHo, 9TO HOCUTENM MYyTaLWit
rena LDLR umetot 60ee Boicokuii yposeHb OXC u XC JIHII u 607ee BbIpa)keHHBIe
MpOABIEHNA aTePOCKIepO3a apTepuil, 4eM HocuTenu Mmyranuii rena APOB.

Tperuit reH, MyTanum B KOTOpOM MOTYT IpuBoAnTb K passuruio CIXC, - ato
rer PCSK9, kopupyromuii IponpoTenHKOHBEPTa3y CyOTUNM3MH/KeKCUH 9 Tuma —
CEpMHOBYI0 IIPOTeasy, yyacTByouyo B paspymenun JIHII-penenropa. Myraunmu,
HpUBOHAILINE K yCUIeHno PpyHKIMOHanbHOI akTuBHOCTH PCSK9 (MucceHc-MyTa-
IIVI1), BBISBIBAIOT NOBbINIeHHOE paspyuieHye JIHII-penenTopos, B pesyabraTe 4ero
YMEHBIIAETCA KOMMYECTBO PELIENITOPOB HAa NOBEPXHOCTY KIETKM ¥ pa3sBUBAETCsA
I'XC. IManyeHTs! ¢ faHHOU MyTauuen nMenT 66npumit yposens XC JIHII u 60-
Jlee BBICOKUIT PUCK Ipex/ieBpeMeHHoOro pasButns VIBC, deM 60/bHBIE ¢ MyTalVel
reta LDLR. Kpome Toro, MyTariuy, ycunusamoline GyHKI[MOHANTbHYI0 aKTUBHOCTD
PCSKD9, crioco6HbI CTMYIMPOBATh CHHTE3 ITeYeHbIO0 TUTIONPOTENIOB, COfEP>KALUX
amnoB, uro taxxe npusoput K 'XC. Myraununu rena PCSK9 obycnaBinBaoT MeHee
5% cny4aes CI'XC. Yposuu XC JIHII y HocuTeneit Muccenc-myTanuit PCSK9 ouenb
BapbMPYIOT OT OTHOCUTETHHO YMEPEHHBIX [JO O4€Hb BHICOKMX.

ITo manusiM Bpuranckoro Perucrpa CI'XC, cpepu 232 60NBHBIX C TeHETUYIECKN
HMOATBEPKAEHHBIM IMaTHO30M, OKOJIO 93% MyTanuii, cBa3aHHbIX ¢ CI'XC, 6bL/IV BbI-
spensl B reHe LDLR, 5% B rere APOB u oxono 2% B rere PCSKO.

MyTtanym B reHax LDLRAPI, ABCG5, ABCGS8, CYP7A]l vMeT peLlecCCHMBHBI
THUII HACTIEIOBAHM U K/IMHMYECKI IIPOSBIAIOTCA TOMBKO Kak romosurotHas CIXC
(roCI'XC). Myrtanuu rena LDLRAPI cBA3aHBl ¢ KORMpOBaHMeM Oe/ka-afanrepa
JIHII-penentopos. IIpu CI'’XC, cBa3anHoi ¢ MmyTauusamu reda LDLRAPI, Habmona-
eTca oueHb BbicoKMit yposeHb XC JIHII n MaccuBHBIE KCAHTOMBI, HAIOMMHAOIME
roCI'’XC. Ba>xHbpIM OT/IMYMEM ABIAETCA OTCYTCTBYE TUIIEPIUNINIEMWUN Y POTUTENEI.

B nocnepHee BpeMs B KauecTBe IeHOB-KaHAM/ATOB, MyTallIY B KOTOPBIX BBI3bI-
BaroT pasButue CI'XC, paccmarpuBatorcs Takxe STAPI, LIPA u PNPLAS.

CornacHO cOBpeMeHHO KOHLENINY PasBUTHA aTEPOCKIEPO3a, B COOTBETCTBUM
C TMNMTHO-UHQUIBTPALMOHHOI Teopuell, GOpMIUpOBaHMe aTepOCKIePOTUIECKON
671A1IKY 06YCIOBIEHO MOCTYIUIEHNEM B CYOIH/J0TeNNaIbHOE IPOCTPAHCTBO KaK Ha-
TUBHBIX, TaK ¥ OKMCTIeHHbIX (Mopuduunposanubix) JIHIL. YeM Bblilie ypoBeHD II0-
CNIeJHUX B I7Ia3Me KPOBY, TEM MHTEHCUBHeE IPOTEKAET ITOT npolecc. bonee Toro,
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2. 3Tnonorus u naToreHes

npu gnuTenbHoM HaxoxpeHun JIHII B KpoBM BepOATHOCTD OKMCTIEHM S YaCTHUI] BO3-
pactaert. [Tanuentsl ¢ CI'’XC xapaKTepu3yIOTCA IIUTENIbHON 9KCIIO3UIIMEN BBICOKO-
ro yposHs XC JIHII B KpoBOTOKe, YTO 1 0OYC/IOBIMBAET paHHEe U IPOTrPeCcCUPYIO-
Ijee pa3BUTHE ATEPOCK/IEPO3a.

Ha pasButne atepockieposa, B 9actHocTu VIBC, y manuentos ¢ CI'’XC okasbl-
BAaIOT BIVsAHME Te >Xe (HaKTOpsl pucKa, 4yTo u y muy 6e3 CI'XC: mopndunupyemsle
(aprepuanpuas runeprensus (Ar), caxapubpiit guaber (ClI), kypenue, Huskas ¢u-
3MYecKass aKTMBHOCTb, OKMPeHHUe) U HeMomuuipyemble (GaKkTOpbl (My>KCKO
07, BO3PACT, OTATOILEHHBIN CEMENHDbINI aHAMHEe3 IO CepPAleYHO-COCYAMUCTBIM 3a-
6onesanusam (CC3)). JononHutenbHble HaKTOPBI PUCKA aTEPOCKIEPO3a, TIOMIMO
I'XC, yBenuuusaior cmepTHOCTb pu CI'XC. B MmeTa-ananmse 27 mcciefoBaHMIL,
HOCBSII[EHHOM M3y YeHNIO BIMSAHMS Pa3IMuHbIX PaKTOPOB pucka Ha passutue CC3
y 60onpHbIX ¢ CI'XC, 65112 BoisiBieHa cBs3b Hanmnuusi CC3 ¢ BO3pacToM, MY>KCKUM
I0JIOM, TUIIEPTOHUENL, CAXapPHBIM A1a0eTOM, MHIEKCOM MacChI Te/a, Ky peHueM, KOH-
neHTpanyell munonporenga(a), yposaem XC JIBII u oTAromeHHo Hac/IeACTBEHHO-

CTBIO 110 paHHEMY PasBUTHIO aTepocknepoTudecknx CC3.
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3. Snuaemnonorns

3. OINIeMnoIorns

CornacHO MOCNefHNM OLIEHKaM, OfJH 13 313 4eloBeK MMeeT TeTOPO3SUTOTHYIO
CI'XC (reCIr'XC). B rpynmax HacenmeHus, NPOSBIAROIINX «3(PEeKT OCHOBATEN»:
cpenu xuteneit I0xuoit Adpuky, kaHapckoit nmpoBuHuuu Keebex, Gunnangum
U MuBaHIeB — pacnpocTpaHeHHOCTb TeCI'XC nocruraer 1 Ha 100 yenosexk. ITog Tep-
MMHOM «3(Q(EKT OCHOBATe/I» TOAPasyMeBaloT CUTYAIUI0, KOT/Ia Y IPOXKMBAIOUX
B OIIpefie/IeHHOM reorpam4eckoM pernoHe mpefcTaBuUTesNeil 060Co6/IeHHOTO 3THO-
ca, Jallle, 4eM B 0611elT ITOMy/IAM BCTpedaeTcs onpefenentHas Mmyranusa. [oCTXC
ABJIAETCS PeKUM, OP(paHHBIM 3a00/IeBaHMEM, I €€ BCTPeYaeMOCTb B MOY/IALNUN
cocTaBnAgeT okono 1:160000-300000 4yenosek. VIcTMHHas pacnpOCTPAaHEHHOCTH
roCI'’XC B Mupe He u3BecTHa U Obl/Ia pacCIMTaHA HA OCHOBAHUU JAHHBIX HEMHO-
TOYMC/IEHHBIX 3MN/IEMMOIOINYeCKMX MccaenoBanmit. C Leblo U3ydeHUs paclpo-
crpanenHOCTM (pakTOpoB pucka CC3 B 12 pernonax PO mpoBoguTcs uccienoBatme
9CCE-PD (SuuaeMmUONOrns cepredHo-COCYAUCThIX 3ab0meBaHmit U paKTOPOB pu-
CKa B HEKOTOPBIX pernoHax Poccun). IIpu [ONOMHUTEIPHOM aHa/IM3€e HaHHBIX 06-
cremoBaHms KuTeneit Tromerckoi 1 KemepoBckoit o61acTelt, paclipoCcTpaHeHHOCTb
onpepenennoi CI'’XC cocrasuna 1:407, a BeposatHoit CI'XC - 1:148.

CI'XC aBnsgercsa nmpuumHON pasButuA uHpapkra Myokapga (JIM) mo 45 mer
B 20% cny4daes. [Tanuentsl ¢ CI'XC MMeOT TakXe MOBBIIIEHHBIN PUCK Pa3BUTH
Hpex/ieBpeMeHHON cMepTU. Y My>K4IH, 60nbHBIX reCI'XC, B c/ry4yae OTCyTCTBUA JTe-
yeHns VIBC passusaercsa k 30 rogam y 5,4%, k 50 rogam — 51,4%, k 60 rogam — 85,4%,
a y )eHIUH K 60 rogaM -y 53,3%. Cornacuno goxnany BO3 (1997), 50% my>x4uun
¢ reCI'XC ymuparot B Bospacte o 60 ner ns-3a VIBC. B Poccun cpepnas npopor-
JKUTENbHOCTD XU3HN Yy My>»4uH ¢ reCI'XC - 53 rofja, y >keHIIMH 62 rofa. Y Heme-
yeHHbIX NanueHTos ¢ roCI'’XC aTepockiepos pa3BuBaeTcs B Bo3pacTe fo 20 JeT,

M IIPOAOJKUTENDPHOCTD JKM3HN COCTAB/IAET HE 60nee 30 ner.
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4. Knunnyeckas kapTuHa

4. KnuHn4yeckas KapTuHa

Iockonpky CI'’XC ABnAeTcA pesynbTaTOM reHeTHYeCKOTO HapyIleHM MM Ha-
pyuennit, I’XC pasBuBaercs yxe ¢ poxxaenns. Hapymenue munugHoro o6MeHa mpu
CI'XC, KaK IpaBUIIO, COOTBETCTBYET IUIIEPIUINAEMIUM 2a TUIIA ITO KJIacCUPUKALUN
D. Fredrickson u xapakTepusyeTcs 3HaUMTe/IbHBIM HOBbILIeHeM YpoBHs XC JIHII.
Y nanuentos ¢ reCI'XC xonnentpanus XC JIHII Bapbupyer ot 5 go 13 MmMonb/m,
TOMOSUTOTHO GOPMOII - IIpeBbILIaeT 13 MMOIB/L.

B pesynbraTe BoipaskeHHOI [ XC BO3HMKaeT aTepOCK/IEPOTHUYIECKOE [TOPAKEHNE
COCYTIOB, B IIEpBYI0 oYepe/ib KOPOHAPHBIX, IPUBOJAllee K paHHeMYy passutuio VIBC.
YacroTa pasBUTHA LepebpOBaCKYIApHBIX 3aboneBannit y 60mpHbx ¢ CI'XC cocras-
nset 5-10%. B cBasu ¢ tem, uto ['XC cama 1o cebe He BbI3bIBaeT HUKAKUX KaI00,
3abojeBaHMe [IUTeIbHbIE TOABI MIPOTEKaeT O@CCUMIITOMHO U 3a4acTyio MaHU(e-
ctupyet B Bupie VIBC, B yactHocTH, VIM nny BHe3aNHOM CMEPTIL.

Y 30-55% manuenToB ¢ CI'XC BBIABIATCA CYX0KMIbHbIE KCAHTOMBI, KOTOpPbIE
MOXXHO OOHApY>XUTH B 1I060M Bo3pacTe. Boifjernsitor koxxHble (Tybepo3HBbIe), CyXO0-
JKU/IbHBIE U SPYHTMBHBIE KCAaHTOMbL. Kax mpaBmio, oHM OKaausyroTcs B ob6ma-
CTM CYXOXWINII pasrubaresieil maablieB PyK M aXMIIOBBIX Cyxoxymit. Hammdane
KCaHTOM aXW/IJIOBBIX CyXO)KV/INII AAB/IAETCS MATOTHOMOHNYHBIM npusHakom CI'XC.
MesxmasnblieBble KCAHTOMBI, 0COOEHHO MeXX/y OOJIBIINM M yKa3aTe/IbHbIM IIajIblla-
MU, ABJIAIOTCA TaTOTHOMOHMYHBIMY Ji11 ToOCTXC. MeHee crieinpMYHBIMY SABIAIOT-
sl KCAaHTeNIa3Mbl, KOTOPbIe MOTYT BCTPeYaTbCA y NI, C HOPMaTbHBIM YPOBHEM XOJIe-
crepuHa. [To kpaitHell Mepe B IOTIOBMHE C/Ty4aeB IOsAB/ICHE KCAaHTENa3M He CBA3aHO
¢ CT'XC. HaxomneHne XonecTepuHa B pafy>kke rnasa GopMmupyeT TUIOUTHYIO BYTY
porosuubl. Hannune numonHON JyTy pOTOBMUIIBI — 3TO ITATOTHOMOHMYHBIN IIPK-
sHaK CI'’XC TonbKo B cly4ae ee BbIAB/IEHUA B Bo3pacTe 1o 45 neT. YacToTa BbIABIE-
HUA TUIongHol ayru y 6onpHbIX ¢ reCI'XC cocraBnser okono 10% no 30-neTHero
Bo3pacTa 1 0ko7o 50% nocre 30 neT. BorABIeHNe TUIIONTHONM AYTY POTOBUIIBI Y JINI]
cTapiie 45 7ieT He IPMMEHMMO B KadecTBe Auardoctuyueckoro kpurepua CIXC. [Ina
nanyeHToB ¢ roCI'XC xapaKTepHbI TaK)Ke KO)KHble KCAaHTOMBI. B 1ieloM Hanmmune
KCaHTOM CBUJIETEeNIbCTBYET B MOIb3y HACTECTBEHHBIX HapYLIEHWUIT TUIUHOTO 06-
MeHa. Y Takux 6onpHbx VIBC MoxeT pasBuThbcsA B Bodpacte 30-40 jeT, a MHOTAA
u B 60JIee MOTIOZIOM BO3pacTe.
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T'oCI'XC xapakTepusyeTrcs NMOpa>keHMeM KOPHsA aOpThI M aOPTajAbHOTO Kjala-
Ha (4alle BCTpeYaeTCsA HaJKJIAIlaHHBI/ aOpPTAaIbHBIN CTEHO3), OBICTpPOIpOrpec-
CUPYIOLIVM aTepOCK/IEPO30M KOPOHAPHBIX apTepuil C PasBUTUEM CTEHOKApAUM
HanpsoxeHusa u VIM po 20 neT. BosSHUKHOBEHMIO a0PTa/IbHOTO CTEHO3a MOXKET CIIO-
coOCTBOBATh MOBBIIIEHNE YPOBHA nunonporenpa(a). [Ipu ayckynbranum obmacTu
cepAilla HepeIKo BBICTYIINBAETCA TPYObIT CUCTONMMYECKNIT ITYM C HaMbObIIel NH-
TEHCUBHOCTBIO B 00JIACTY IPOEKLIMYU a0PTaNIbHOTO K/IalaHa. DTOT IIYyM 06yC/IOB-
JleH GOPMUPYIOLIMMCS CTEHO30M YCThs 0PTHI U YIVIOTHEHMEM CTEHOK aopThl. [Ipn
BBICTYIIVBAHNU JPYTUX COCYAUCTBIX 06/1acTell MHOTA MOXKHO YC/BILIIATh IIYMBI
B 00671acTM LiIey (aTepOCK/IepO3 COHHBIX apTepuit), B POEKINM OPIOIIHON a0PTHI.

JnurTenbHOCTb BO3feiicTBUA 1 TsKecTb I'XC onpenensoT o6beM 1 BbIpajkeH-
HOCTb aTePOCK/IEPOTUYECKOTO MOpakeHMA COCY[OB M KCcaHToMaTos3a. [lnsa Bapu-
aHTOB reHa LDLR TsKecTh (eHOTUIIA OIpeReseTcss OCTATOYHON aKTUBHOCTDHIO
JIHII-penenrtopos. B saBucumoctu or creneHu aktusHocTu JIHII-penentopos
Ha pubpobIacTax KOXM pasnnvaioT Hynesble (akTuBHOCTD JIHII-penentopos < 2%)
u ge¢extHble (akTuBHOCTD JIHII-perjenrtopos 2-25%) myTtaruu resa LDLR. IIpu o1-
CYTCTBUU PELIENITOPOB CPeH:AS IPOJO/KMUTETbHOCTD XM3HM He IpeBbliaeT 30 seT.
Hawu6omnee Borcoxuit yposers XC JIHIT cpepu 6onbubix ¢ CIXC nMe0T roOMO3UTOT-
Hble HOCUTeNN HyneBol mytauuu LDLR.

Manuentsr ¢ CI'XC, gaxe mpu orcyTcTBuM CC3 aTepOCKIepOTNIECKOTO TeHe3a,
OTHOCSTCS K TPYIIIIe BBICOKOTO PYCKA, a TP MX Ha/IMYUU — K TPYIIIe OYeHb BBICO-

KOTO pUCKa PasBUTHA CEPLIEIHO-COCYAUCTHIX OCTTOXXHEHNIA.
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5. BeiaBnenne nanyuenTon ¢ CI'XC

Haub6ornee nenecoo6pasHbIM MOAXOAOM /1S BBIsIBIEHMS HOBBIX cnydaeB CI'XC
ABJISIETCA IPOBEJIEHE 11e/I€EBOTO CKPMHMHTA, HANPABJIEHHOTO Ha JMaTHOCTUKY JaH-
HOTO 3a60/IeBaHMA CPey CIeYIOMNX KaTerOPIIt JIVII:

- CMHAWBUAYATbHBIM 1/miu ceMeliHbiM aHamMHe30M ['XC (OXC> 7,5 MMOb/1 nin
XC JIHII > 4,9 mmons/n y B3pocnbix unu OXC > 6,7 mmonn/n unu XC JIHIT >
3,5 MMOJIB/T y meTeit);

- C MHAMBMIYa/IbHBIM aHaAMHE30M paHHero (Y MY>X4YMH < 55 JIeT; Y SKeHIIUH <
60 net) pasButns CC3 aTepoCKIepOTHYECKOTO reHesa;

- € KOXHBIMU/CYXOXVJIbBHBIMM KCAaHTOMAaMU WIN IepUOPOUTATbHBIMU KCaHTe-
7asMaMu.

Onsa puarnoctukn CIXC HeobxommMo mpoBefeHue 0OCTIefOBaHMs, HAaIpaB-
JIEHHOTO Ha MCK/IIOYeHMe NPUYMH BTOPMYHBIX I'MIIEPIUINIEMUIl, TAKMX KaK Ha-
pYylIeHNe AMeThl, IOTpeO/IeHNe HACBIIIEHHBIX KVMPOB, TPAaHC-KIMPOB, aHOPEKCIL,
VICTIO/Ib30BaHIIE IEKAPCTBEHHBIX IIPENapaToB: UKIOCIIOPMHA, ANYPETUKOB, ITTI0KO-
KOPTVKOVOB, aMIOFAPOHA, IMMYHOAEIIPECCAHTOB, KOMOMHIPOBAHHBIX OPA/TbHBIX
KOHTpPaleNTHUBOB, BHICOKOAKTUBHONM aHTUBUPYCHO Tepanuy npu BUY. Ilpuunnoini
BTOPMYHBIX T'MICPININUAEMIUI MOTYT ABUTBCS ClIefylolye 3aboneBaHMA: XOIec-
Tas, HePOTUIECKMIT CUHAPOM, XPOHMUIeCKas: OO/Ie3Hb I0YeK, CaXapHbIil Auader
U HapylleHusA MeTabony3Ma: TMIIOTUPe03, OXupeHue, cuHapoM KymnHra, a Takxke
6epeMeHHOCTD. IIpy 9TOM HanMuue y manyeHTa sTuX GakTOpOB He UCKITIOYAeT JiU-
arHo3 CI'XC. BosmoxxHo coderanne CI'’XC u BTOPMYHBIX HapyIIEHUI TUNNIHOTO

obmeHa (Tabm. 1).
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5. BbisiBneHue naumneHToB ¢ CIXC

Ta6nuua 1. OCHOBHBIE IPUYMHBI BTOPUYHOI TMIePX0IeCTepMHEMIN

Hapymenne gyuersr

JlekapcTBeHHBIE IpenapaThl

® HacblleHHbIe XM PbI
® TpaHC->XUpbI
® AHOpeKcus

¢ [Tuxnocrnopuu™*

¢ [TluypeTuxku

¢ [IIOKOKOP TMKOM b

® Ammopapos**

¢ /IMMyHO/I€IIPeCCaHThI

* KoMOuHMpOBaHHBIE Opa/IbHbIe KOHTPALICTI TYBbI

® BrICOKOAKTUBHAA aHTUBUPYCHasA Tepanus npu BIY

3aboneBaHusa

® Xonecras

® Hedbporuaeckuit CMHEPOM

® XpoHndecKas 60/Ie3Hb IIOYeK
¢ CaxapHblit grabeT

Hapymenus merabonmnsma

¢ [unoTupeos
* Oxupenne
® Cunppom Kymmara

Du3nonornyecKme COCTOTHMI A

® bepeMeHHOCTD

VYV 20-30% maunueHToB ¢ KauHudeckuM puarosom CI'XC saboneBaHue mmeer

MONIUTEHHDIN XapakTep. [l nogreepxaenns rereposuroTHoit CI'XC BoinmonHaeTCA

MOJIEKY/IAPHO-TEHETUYIECKOE VICC/IENOBAHNIE, HAIIDABJIEHHOE Ha 06Hapy>1<eﬂme IIaTo-

T€HHBIX VIV BEPOATHO IATOTEeHHBIX BAPMAHTOB HYK/IEOTH/IHOM ITOCTIeZOBATETbHO-
ctu B reHax LDLR, APOB, PCSKO9.
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5. BbisiBneHune nauneHToB ¢ CIXC

[unepxonecrepuHeMus
(yposenn OX > 6,7 mmons/n mmu XC JIHIT > 3,5 mmorns/n y i Monoxe 18 e,
yposeb OX > 7,5 mmonb/n unu XC JIHIT > 4,9 mmons/n y nu, 18 et u crapiie

Ycrpanenue
Ectp 1 BTOpUyHbIE BTOPMYHBIX IPUYIH
npyrayHbl [XC? IXc

HOBTOPHOC OIpeneneHne MMINg0B KpoBu |

!

Her

OX > 13 mMonb/n mnn
XC JIHIT > 11 mmons/n?

JnarHos
COOTBETCTBYET
«roCI'XC»?

Ia

ITaumenT
cTapiue
17 net?

JIumnpbl KpOBU

Her

OX > 6,7 MMOJb/ 1T UIN

OX > 7,5 MMO/b/ 1 U

XC JIHIT > 3,5 mmonb/n? XC JIHII > 4,9 mmonb/n?
Ha Ila
Kpurepun EAS, 2015 nnn Kpurepun DLCN nm
Caitmona bpyma Caiimona bpyma
A

Iuarxos
COOTBETCTBYET
«reCI'XC»?

Jlnarnos
COOTBETCTBYET
«reCI'XC»?

Her
Her "
arHo3 «CI'XC»
e H
MaZIOBEPOATEH

Ila

CexBeHnposanne reHos LDLR,
FPOB, c uenblo ajbHENIIero

reCI’XC — TIPOBEJEHNA KAaCKATHOTO < reCIxc

CKpMHMHTA Cpean poACTBEHHNKOB

Pucynox 2. Anzopumm duazrocmuxu CI’XC
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5. BbisiBneHue naumneHToB ¢ CIXC

5.1. YcranoBnenue guardosa reCI'XC

Ha ceropnamnmit fenp 1i1s ycraHosneHusA auartosa reCI'’XC mcnonbsyrorca
DMAarHOCTUYeCKMe KpUTepun, paspaboraHHble B Benuko6puTtaHum B paMKax cos-
maHus perucrpa Simon Broome, B Hupepnaupgax — xpurepuu Dutch Lipid Clinic
Network (DLCN) n B CIIA - xpurtepun Make Early Diagnosis to Prevent Early
Deaths (MEDPED).

Hnaycranosnenns guarsosareCI'’XCy mereii 1 MOgpoCTKOB B BO3pacTe Ao 16 meT
HIpUHATO McHONb30BaTh Kputepuu CaitMona Bbpyma (Simon Broome Registry) u/
WIn MopuQUIMpOBaHHbIE KPUTEPUU SKCIIepTOB EBpormeiickoro obiiecTsa Mo are-
POCK/IepO3y, KOTOpble MOTYT OBITb MCIIONIb30BAHBI Y ieTell ¥ IIOAPOCTKOB H0 19 jer.

Hawnb6onbiuee pacmpocrpanenne nonyumnu DLCN kputepun, B COOTBETCTBUM
C KOTOPBIMU YUUTBIBAETCA AMarHoctuposaHHaa VIBC mnm sHauMMoe aTepockiepo-
THYeCKoe MopakeHNue mepudepudeckux aprepuit o 55 1eT y My>X4rH u o 60 eT
Y SKEHILIVH, BbIsABJIEHNE IIPY OCMOTpE JUIIONHOI OYTY pPOTOBUIIBI [0 45 JIEeT, CyXo-
JKUTbHBIX KCAHTOM, BbICOKuI1 ypoBenb XC JIHII, pannee passutue CC3 u Hannuue
I'XCy popcTBeHHMKOB. B cooTBeTCTBMY € KpUTepusiMu, ob1iast cymma 6aiIoB Ipef-
yCMaTpMBaeT IMOCTAHOBKY OIIPeielIeHHOTO, BEPOATHOTO /I BO3MOYXKHOTO [[MarHO3a
CI'XC. Kpurtepnu DLCN pgonycTuMo MCIO/Ib30BaTh Y MaleHToB cTapite 18 net. He-
obxopmast MHPOPMALNS /TSI IPUMEHEHNs JaHHBIX KPUTEPMEB JO/DKHA ObITD MOTY-
YeHa B X0fe cbopa )aob, TaHHBIX aHAMHe3a, QU3NKATBHOTO 06CIeOBaHMSL.

JlnarHos ycTaHaBIMBAETCS HA OCHOBAHMM CYMMSBI GajI/IOB, IIOJTyY€HHBIX B Ka-
XKJIOJI TPYIIe IPU3HAKOB. BHYyTpY IpyIIIb Oa/I/Ibl He CYMMUPYIOTCS, YYNTBIBACTCA
TOJIBKO OffMH IIPM3HAK, JAIOIMil MaKCUMa/JIbHOE KOIMYeCTBO OalyIoB BHYTPU Ka-
xpoit u3 rpyni. K npumepy, ecnu y o6ciefyeMoro ecTb ¥ IMIIOUTAHAS yTa POrOBY-
bl (4 6a1a) M KCAHTOMBI CYXOXMuii (6 6annoB), To g rpynnsl «PusnkanpHoe
o6cieffoBaHMe» HY>)KHO YYUTBIBATb TOJIBKO 6 6aynoB. B cooTBeTcTBUY ¢ HAOpaHHOI
cymmolt 6anos CI'XC MoxxeT OBITH OIpefe/IeHHOI, BEPOATHOM MM BO3MOXKHOIL.
ITpu atom auarnos CI'’XC BbICTaBIsA€TCA TOABKO IIPY HATMYUK ONIPefe/IeHHON N

BepOsITHON HOPMBI.
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5. BbisiBneHuue naumneHToB ¢ CIXC

Ta6bmuma 2. Kputepuu rommaHgCKUX TUOVTHBIX KINHNUK IS JUATHOCTUKI
TeTepPO3NTOTHOM CeMeliHOM IIIepXonecTepuHeMIn.

Kpurepuii | Bannsr

1. CeMeitHbIit aHAMHE3

PopcTBeHHMK IIEPBOIL CTENEHN POACTBA C PAaHHUM (y MY>K4MH < 55 JIeT;
y >)xeHmynH < 60 net) CC3 arepockneporudeckoro rexesa (MBC,
aTepoTpOMOOTHYECKNII illeMuYecKuit WHCYIbT, TVIA, nepudepudeckuii
aTepOCKJIepPO3 C ATEPOCK/IEPOTUIECKUMIY ONIALUIKAMM, CTEHO3UPYOIMMU 1
IIPOCBeT cocyzna = 50%)

179071
PoncrBennuk 1-it crenenu popcraa ¢ XC JIHII> 95-ro nponenTnins

PoncrBenHuK 1-it cTeneHM pOACTBa C KCAHTOMAaMU CYXOXXKMU/INIL Y/UIN
JIMTIOUHOM JyTOM POrOBUILbI

2
nam

Heru monoxxe 18 et ¢ XC JIHII > 95-ro npoueHTuIA

2. VlapuBuaya bHbI aHAMHE3
Y manyeHTa panHsisa (y My>X4uH < 55 j1eT; y )keHIuH < 60 net) IBC 2
Y manyeHTa paHHee (y MY>XXUUH < 55 /IeT; Y )XeHIH < 60 1eT) 1
pasBUTIE aTepOTPOMOOTUIECKOTO MIIEMIYECKOTO MHCYIbTa, TVIA mnn
nepreprIecKIit aTePOCKIEPO3 C aTePOCKIEPOTHIECKUMI OIS IIKAMY,
CTEHO3UPYIOLIMMU IIPOCBET cocyna = 50%

3. PusukanrbHoOe 06CIeToBaHMe
CyX0>XXMIbHBIE KCAHTOMBI 6
JIunupHas gyra poroBulibl B Bo3pacre < 45 jer 4

4. Yposenp XC JIHII

> 8,5 MMOTIB/1I 8
6,5-8,4 MMOTIB/1T 5
5,0-6,4 MMOIb/N 3

4,0-4,9 Mmmonb/1 1
5. Anamus JTHK

Hanu4une naToreHHOTo MM BepOSTHO TATOT€HHOTO BapMaHTa
HYKJIeOTHU[JHOII mocnenoBarenbHocTy LDLR, APOB nnu PCSK9

JIMarHos cTaBUTCA HAa OCHOBAaHUM CyMMBI 6a/I/I0B:
«ompenenenHas» CIXC - > 8 6annoB
«BepoaTHasg» CI'XC - 6-8 6amnos

«B03MoKkHasA» CI'’XC - 3-5 6annoB
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5. BbisiBneHue naumneHToB ¢ CIXC

Kpurepun Caitmona Bpyma (Simon Broome Registry)

Kpurepun Caitmona bpyma (Simon Broome Registry) mpuMeHsIOT /1 gyarto-
ctuku reCI'’XC y B3pocCIbIX, a TaKXKe y JieTeli U IOIpOCTOB B BO3pacTe J1o 16 feT.
Huarnos reCI'XC BbICTaB/IsA€TCA B C/Ty4ae COOTBETCTBUA NaljieHTa KpUTEPUAM

«OIPENENIEHHOTO» UJIN «BEPOATHOTO» Auarnosa CI'’XC

Onpepenennplii guarHo3 reCI'XC craBurcs, ecimm:
OXC > 6,7 mmons/n unu XC JTHII > 4,0 MMonb/n y MaliMeHTa Magie 16 neT,
WIN
OXC > 7,5 mmonnp/n wnn XC JIHIT > 4,9 MMonb/n y manyeHTa cTapiue 16 et
ITnroc oHO U3 HILKeNepeYnCIeHHOTO:

Hannune CcyXOoXMIbHBIX KCAHTOM y MAllVieHTa JWIM pPOACTBEHHMKA II€PBOI
CTeNeHN poAcTBa (PORUTENN, ieTH, OpaTbhs, CECTPBI), MM Y POCTBEHHNIKA 2-011
CTeNeHN POACTBa (HeRyIIKM, 6aOyLUIKY, ANV VI TeTH);

n/unu

Iosutusrb Tect JHK-g1arnocTvK Y, MOATBEPIX AAIOLIN I HAJTNYe TATOT€HHOTO
MUY BEPOSATHO IIATOTEHHOI'O BapMaHTAa HYKJIEOTUHHONM IOC/IeOBaTeTbHOCTHU
B reHax LDLR, APOB unu PCSK9

Beposarnsiit guaraos reCI'XC ctaBuUTCS, €Cm:

OXC > 6,7 mmonn/n wnn XC JIHII > 4,0 MMonb/n y TanieHTa Maazue 16 fer,

i
OXC > 7,5 mmons/n unu XC JIHIT > 4,9 Mmmonb/n y manimeHTa cTapuie 16 net
ITmroc oHO U3 HIKeNepeYNCIeHHOTO:

Hanuune VIM B aHaMHe3e POACTBEHHMKa 2-1I CTeleHM poAcTBa fo 50 rner,
poncTBEHHMKA 1-11 cTeneHu pofcTBa — fo 60 et

u/unmu
OXC > 7,5 MmMonb/n y manueHTa crapiie 16 et 1-it uau 2-ii CTelleHyu pofcTBa
WIn

nospimieHne OXC > 6,7 MMONIB/N y MallMeHTa UM POACTBEHHMKA 1-11 cTeneHM
poxncTBa B Bo3pacTe MeHee 16 neT.

22



5. BbisiBneHuue naumneHToB ¢ CIXC

Kpurepuu punarsocruxn reCI'CX y mereii M1 HopocTKoB

MopndnumpoBaHHbIe KPUTEPUY SKCIIEPTOB €BPOIIEICKOTO 0011[eCTBa 110 aTEPO-
ckneposy i guarHoctuky reCI'’XC y merert u mogpocTKoB <19 ner.
CornacHo JaHHBIM KputepusM, auarios reCI'’XC BpicTaBiseTcs AeTsAM U IOJ-

pocTkaM (< 19 jeT) Ipyu HaTMYUY XOTS OBl OTHOTO U3 YETHIPEX YCIOBUIL:

1. Yposenp XC JIHII > 4,9 mMonb/n B ABYX HOC/IEOBAaTeIbHBIX aHA/NIM3ax
Ha (1)0H€ COOTIONEeHN I TUIIOIUIINAEMITYECKOI TUEeThl B TEUeHNE 3 MeCSILIEB.

2. VYposenp XC JIHII = 4 mmonb/n B codetanuu ¢ paHHuM CC3 (y Myx4uH
B BO3pacTe < 55 JIeT, y )KeHIuH < 60 jet) u/uau BoicokuM ypoBHeM XC JIHII
(= 4,9 MMOIB/1T) y pOACTBEHHMKA ITePBOJ CTEIIEHM POJICTBA.

3. YposenbXCJIHII=3,5MMO0b/1BCOYETAHNY CTEHETUYECKU IO TBEP>KAEHHBIM
puarHosoM CI'XC y ofHOro 13 pofuTeneit.

4. Jlro6oit yposenp XC JIHII nmpu mopTBepk[ieHMM Hammuusa y peOeHKa
IIAaTOTEHHOTO WInN BepOHTHO IIAaTOT€HHOT O BapmaHTa HYKHCOTI/I}IHOI/UI
nocnegoBarenbHocT B reHax LDLR, APOB wunm PCSK9, BBISBIIEHHBIX
Y OIHOTO U3 POfUTesNIeli C yCTaHOB/IeHHBIM ArarHo3om reCI'’XC.

5.2. YcranoBnenue guarnosa roCI'’XC

Kpurepun guaranoctuku roCIXC

Kputepuu, mpepnioxeHHble 9KCIIepTaMM €BPOIEICKOro 0o6IecTBa MO aTepo-
ckieposy, ans guardoctuky roCI'’XC y B3pocnbix u feteit. CormacHo JaHHBIM KpU-
TepusaM, auario3 roCI'XC BbICTaBNAETCA Y AeTell ¥ B3POC/BIX IPU HaTUYMK OffHOTO
"3 JBYX yC/IOBMIL:
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5. BbisiBneHue naumneHToB ¢ CIXC

1. Hanwane 2 MyTaHTHBIX ajteneit B reHax LDLR, APOB, PCSK9 vnnu LDLRAPI

nim

2. Yposenp XC JIHII 6omee 13 mmonb/n (500 mr/mn) 6e3 rumonmnnngeMmndecKoin
tepanuu win XC JIHIT 6omee 8 Mmonb/nm Ha ¢(OHe TMIOMUINMAEMUIECKOI
Tepanun U:

« [TosiBNIeHME CYXOXMIBHBIX MM KOKHBIX KCAHTOM B Bo3pacTe Jjo 10 et

nim

« Yposenp XC JIHII 6e3 runmonunuueMmuvecKoil Tepamnnm, COOTBeTCTBY O
reCI'’XC, y o6oux popureneit

5.3. JKano6bl 1 aHaMHe3

Onsa gmarnoctukn CIXC Bo BpeMmst cH6opa kanob m aHaMHe3a HEOOXOZMMO
UCK/TIOYNTD HANMM4Me y TTalMieHTa U B ceMbe aTepocknepoTrnyeckux CC3, Tak Kak
ocHOBHBIM ocnoxxHeHMeM CIXC sABAeTcs pa3BUTIE aTepPOCKIEpO3a M acCOLUMU-
POBaHHBIX C HUM 3a60/IeBaHMIT y MYXYNUH [0 55 /ieT u y >xeHwyH 1o 60 jet. Ilpn
paccripoce HeOOXO[MMO OLIEHNTD HanMm4Me xXanob, xapakrepusix ajst VIBC, atepo-
CKJIepo3a apTepuil TOJIOBHOIO Mo3ra U nepudepudeckux aprepuit. OfHaKo Hafo
HOMHUTB, 4To nuna ¢ CI'’XC Ha JOKIMHIYECKO cTafuy 3a60/IeBaHN A MOTYT U He
HNpeRbABIATh HUKAKUX >kanob. Bo Bpems cOopa aHaMHe3a yTOUHsAETCA HajaM4ue
aTePOCK/IePOTUYECKIX M3MEHeHNIT KOPOHAPHBIX, COHHBIX U NepudepudecKux ap-
TepMUit IO pe3yIbTaTaM IIPOBOAVBIINXCS paHee CCIefoBaHNI. BaXXHBIM BO BpeM:
cbopa aHaMHe3a ABJIAETCA BbIsICHEHME JaThl 1 Pe3y/IbTaTOB IEPBOTO B TeUEHME SKM3-
Hy onpepenenns OXC n/unn XC JTHII, a Taxoke Hanbomee BHICOKME U3 3aPeTUCTPU-
poBaHHbBIX 3Ha4eHMII 3TuX napamerpos. Ilpu CI'XC yposenbp OXC u/unn XC JIHII
OymeT cTabMIbHO MOBBIIIEH, HAYMHASA C IETCKOTO BO3PACTa, B TeUEHMeE BCell )KU3HIUL.
Kpome Toro, Hy>XHO yTOYHUTD (aKT IpyUeMa U [O3UPOBKY TUIOMUINAEMIYECKUX
IperapaToB Ha MOMEHT Ka)k/IOTO OIIpefiefieHN A TUIINI0B KPOBIL.

Heo6xonumo Bo BpeMs cb60pa aHaMHe3a pacCIPOCUTD O Ha/IMYMY PAHHETO Hava-
na CC3 aTepockepoTudeckoro renesa u runepxonecrepraemnn (OXC y B3pocmbix
> 7,5 MMonb/n, y geteit > 6,5 mmonn/n u/mnu XC JIHIT y B3pocnbix > 5 MMOb/1, y fe-
Teit > 3,5 MMOJIb/TT) Y pOACTBEHHMKOB IAllleHTa KaK MITHMMYM IIePBOI CTEIIeHN POJ-

cTBa (oTel, MaTh, pofHbIe 6paThs 1 cecTpsbl). OCOOEHHO Ba>KHBI JaHHBIE CEMEITHOTO
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5. BbisiBneHuue naumneHToB ¢ CIXC

aHaMHesa [pu o06CIeJOBaHNM [leTeil U TMOfPOCTKOB ¢ nogo3peHneM Ha CI'XC, Tak
KaK y HuX KpoMe nosbiieHHoro yposus XC JIHIT 3agacTylo, 0ocob6eHHO B crydae
reCI'’XC, He ymaeTcs BBIABUTD APYrux ¢peHoTUnmdeckux nposasnennit I'XC: kcan-

TOM, TI]/IHOI/II[HOI;I I[YI‘I/I pOI‘OBI/II_[I)I, aTepOCK}IepOTI/I‘—IeCKI/IX V3MEHEHUN B apTepI/mX.
5.4. ®usukanbHoe 00cIeTOBaHME

Ins puarnoctuku CI'’XC npu ¢pusukaabHOM 06c/IeOBaHNY JOIKHBI OBITH TPO-
BeJleHbI OCMOTD U ANl CIeAYIOMMX CYXOXIINIL: aXM/UIOBBIX, pasrubarerneit
HaJblieB PYK, TPUIENICOB ¥ KOTIEHHBIX CYCTaBOB C Ie/IbI0 IMAaTHOCTUKM Ha/TNYNA CY-
XOXKM/IBHBIX KCAHTOM. BbIABIeHNE CyXO>KMIBHBIX KCAHTOM ABJ/IAETCS MAaTOTHOMO-
Hu4HBIM npusHakoM CI'XC, ofHaKO OTCYTCTBUE KCAHTOM He MCK/II0YaeT [UarHo3a
CI'’XC. OcMOTp KOXHBIX IIOKPOBOB C LI€/Ibl0 AMATHOCTMKY HATU4IUA TyOepO3HBIX
KCAaHTOM Ha Koxke. Hamuume KOXXHBIX TyOepO3HBIX KCAHTOM B MOJIOlOM BO3pacTe
xapakTepHo B 6onbureit crenexy gt roCIXC. OgHaKO MX OTCYTCTBUE He UCKITI0Ya-
et guarHosa CI'’XC. KoxxHble KCaHTe/Ta3Mbl He SIB/ISI0OTCS ITaTOTHOMOHMYHBIM IIpU-
sHakoM CI'XC. OcMOTp pOTOBHMIBI OOOMX T7Ia3 C IIe/IbI0 JUATHOCTUKY TNIIONTHOM
Iyry porosunsl. Hammdme nMmongHoOM SyTru poroBULbI ABAAETCA MATOTHOMOHNY-

HbIM npusHakoM CI'XC To/bKO B crrydae ee 0OOHAPyKeHIS B BO3pacTe [0 45 JeT.
5.5. JTabopaTopHas fMAarHOCTUKA

Bcem munjam c nopospennem Ha CI'XC nmokasaHo onpefienats yposenb XC JIHII.
Ecmu yposenn TT < 4,5 mmons/n, To pacder XC JIHII Hy>kHO TpoBOAUTDb 1O dop-
myne Opugpanppa:

XC JIHII (mmonv/n) = OXC - XC JIBII - TI/2,2.

Heob6xopnmo onpepensats yposens XC JIBIT u TT Bcem nuiam ¢ Hofo3peHmeM
Ha CTI'XC c uenbio pacuyera yposHs XC JIHII mo ¢popmyne OpupBanbma u UCKITIO-
YeHU Ha/lIM4YUA CONYTCTBYIOIeN TunepTpurnunepuaemun. Ilokasano npoBoguTh
npsamoe onpepenenne yposHa XC JIHII B cmydae, Korjia ero Helb3s pacCIUTaThb
o ¢popmyne Opunsansaa. [Ipu yposue TT > 4,5 MMonb/n gaHHast popMya faet
HEKOPPEeKTHBbIE Pe3y/IbTaThl, IO9TOMY B 9TOM CIydae HpuMeHATh popmyry Opu-
IBaJIbAa HeJIb3s1, M HeOOXOAMMO IIPOBOAUTD IIPSIMOE OMOXMMMIYIECKOe OIpefeeH e
yposusa XC JIHIL.
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5. BbisiBneHue naumneHToB ¢ CIXC

9¢dexTUBHOCTD TUIIONUIINAEMUYECKON Tepanuy A CHY>KEHM S PUCKa pa3Bl-
TS CepAIeYHO-COCYANCTBIX OCTOKHEHMIT HAIIPAMYIO CBA3aHa CO CHVDKEHIEM YPOB-
Ha XC JIHIIL Kaxppii 1 mmons/n camxenns XC JIHIT accouunpyercs ¢ yMeHblle-
HJeM OTHOCHUTeNbHOro pucka passutusa VIBC Ha 20%, 1osToMy Heo6Xx0nMa OLjeHKa
OVHAMMKIY 9TOTO MOKasare/s Ha ¢poHe nedeHus. Yposenb XC JIHII > 4,9 mMonb/n
y B3POCTIBIX MM > 3,5 MMOJIB/T Y HeTeil 1 TOAPOCTKOB ABIACTCSA OCHOBHBIM (e-
HoTunuueckum npusHakom CI'’XC. B cnyvae BoiaBnenus I'’XC cnenyeT BHIIOTHUTD
IIOBTOPHOE M3MEPEHME TUNNJIOB KPOBM He II03/JHEE YeM depes 3 MecAIa C Le/IbIO JC-
KJTIOUeHUs BIVAHNA UHAVBUAYaIbHOI U TabOpaTOpHOI BaprabelbHOCTY Ha aH-
HBIIi TIOKa3aTelb.

Y merteit ¢ ypoBHem XC JIHII 6omee 11 MMonb/n Tpebyercss HpOBOAUTD Hya-
rHocTuky roCI'XC. VIsmepATb ypoBeHb XO/leCTepMHA Y JieTeil crefyeT HauMHasdg
C IBYX/IETHETO BO3pacTa, ecnn y poguteneit nmeercsa CI'’XC, kcaHTOMaTo3 UM paH-
Hee Hauano VMIBC. B Takux ceMbsAX Bce ML GO/DKHBL ObITh 06CTIeNOBAHbL IS C-
kmouenns CI'XC KaKk MO>XXHO paHblIIe.

C nenbio moaTBepXAeHN A auarnosa reCl'’XC okasaHo IpoBefieHMe MONIEKYIAP-
HO-T€HEeTMYEeCKOTO MCCeNOBaHN A, HAIIPAB/IEHHOTO Ha IIaTOTe€HHbIe MM BEPOATHO
IIaTOTe€HHble BApMAHTHI HYK/I€OTU/IHOI IIOC/IefoBaTeIbHOCTY B reHax LDLR, APOB,
PCSK9, y mun ¢ cymmoit 6a/toB 6 u 60o/mee COIMTACHO KIMHUYECKUM KPUTEPUSIM
ro/utaHAcKux munugHbix KanHuk (DLCN) nan npu nocraHoBke guarnosa reCI'XC
cormacHo kputepuaMm CarimMoHa bpyma. IToctanoBka gmarHo3a reCI'’XC Bo3MoOXKHa
6e3 BBIIOJIHEHN S MOJICKY/ISPHO-T€HETUYECKOTO VCC/IeOBAaHNUA 110 KIMHIYeCKIM
KPUTEPMAM, OHAKO BBIABJICHNE KOHKPETHO T'eHHOJ MYTallMM CYIeCTBEHHO 00-
nerdaer moctaHoBKy amarHoda CI'XC m mocnepyromee ImpoBefeHNMe KacKajHOTO
CKPVMHMHIA, yTOYHsAeT puck pasputus CC3, a TaK)Ke MOXKeT OBITh HO/NIe3HBIM IIPU
IUTaHMpOBaHUM ceMbu. KpoMe Toro, BbIsABIEHMEe MyTaluM HepefKO YBeINYMBAET
IPUBEPKEHHOCTD MalueHTa K Tepanuu. CoInacHO paHIOMU3MPOBAaHHOMY MCCIIe-
IDOBaHUIO, TeHeTUYecKoe MoaTBepxaeHue auarnosa CI'’XC ycunusaer Bepy B 3¢-

(bCKTMBHOCTb MENVKaMEHTO3HOTO CHVIKEHN A YPOBHSA XOJIECTEPUHA.
5.6. IncTpyMeHTa/IbHaA JMAarHOCTUKA

Bcem B3pocneiM nanmenTam 30 et u crapiue ¢ nopospenneM Ha CI'XC, He nme-
fomyM guarsosa VIBC, npoBoguthb OL|EHKY IIPETECTOBOI (anpmopx—xoﬂ) BEPOATHOCTU
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5. BbisiBneHuue naumneHToB ¢ CIXC

MBC c periennem Bompoca 0 HeOOXOAMMOCTY ¥ BbIOOpe MeTOfa AajbHelleil gua-
rHoctuky VIBC, ¢ mocnenyomeit crparuduKkanmeil pyucka cepaedHo-CoCyaUCTBIX
OCJIOXKHEHMII U BBIOOPOM TaKTMKM JIe4eHV A COIIACHO JeVICTBYIOIMM KIMHIYeCKIM
pexomenganusam «CrabunpHast uiemudeckas 6omesup cepaua» (KP155). Y mauu-
eHToB 70 30 et ¢ nopospennemM Ha CI'XC perienne Bompoca 0 HeEOOXOJUMOCTH
nuarHoctuku VIBC nmpoBoauTh ¢ yuyeToM KiamHuYeckoit KapTuobl, OKI, MHeHMs
Bpaya-KapAuoyora, IpMMEHMMOCTH U JOCTYITHOCTY MMEIOIIMXCS METOMOB JIMarHo-
ctuku. Pannee passurtue VIBC ABnseTca ofHUM 113 KpUTEPUEB IIOCTAHOBK 1arosa
reCI'XC mo knmHMueckuM kputepusAM. IlokasaHO NMpPOBOAUTDL JUATHOCTUKY Ha-
JIMYMSA aT€POCKIEPOTUYECKOTO NTOPAXKEHNsA COHHBIX apTepuii 1 apTepuil HYXKHUX
KOHEYHOCTeIl y B3pOC/IbIX Mu1 ¢ nofospenneM Ha CI'XC npu momomy yibTpassy-
KOBOJI IMaTHOCTUKY BO BCEX CTy4asix, KOTfla TaKoe 00cIeloBaHue He TIPOBOAMIOCDH
paHee, I/ CTpaTU(UKALUY PUCKA CEPAEUHO-COCYANCTBIX OCTOXHEHWIT U OIIpefie-

JICHUA TAKTUKU JICYECHU A.
5.7. KackagHbIii CKpUHWHT

C uenbio UCKITIOUeHMs/TIORTBepXieHms 3aboneBannss CIXC Heobxopumo 06-
ClIefloBaTh POJCTBEHHMKOB IIEPBOIL, BTOPOIA, M, €C/IV BO3MOXKHO, TPEThell CTeNeHN
POACTBa MalMieHTa C ycTaHOBIeHHBIM AuarHo3oM CI'XC (kacKafHbII CKPMHMHT).
Kackapguplil cKpMHUHT — moaTanHasA upeHTHukanms nanuentoB ¢ CIXC cpe-
IM 4YIEHOB ceMbM NpobaHfa (IepBOTo JuIja B CeMbe C YCTAaHOBICHHBIM JVarHo-
3oM reCI'’XC), T.e. mepBoro nulia B ceMbe, Y KOTOpOro BbicTaBieH auarHo3 CI'XC.
ITo mepe BbIsiBleHMs HOBBIX marueHToB ¢ CI'XC, UX pOACTBEHHUKY TaKXe 06Cre-
myrotcs. KackagHbllt CKpMHMHT — HanboJiee 1ienecoobpasHblil CIIOCO0 AMarHOCTUKY
panee He auarHoctupoBaHHOl CI'’XC, Tak KaK OH IO3BOJISIET BbIABUTD MallVIEHTOB
¢ CI'XC, B TOM uMcie Ha BOKIMHNYECKON cTafuu. DTO IIOMOraeT IpOBOAUTD MpPO-
¢dumakTrYecKye MepOIPUATH, BKIIOYAOlMe U3MeHeH e 00pa3a )XI3HY, KOPPeK-
nuio ¢paxtopos pucka CC3 1 afleKBaTHYIO IEKAPCTBEHHYIO TEPATINIO, CHIKAOLIYIO
YPOBEHb XOJleCTepyHa B KPOBM ¥ IPeJOTBPAILAONIYI0 pa3BUTHE CepHledHO-COCY-
IBUCTBIX OCTIOKHEHNIL. POICTBEHHNKY [IEpPBOIL CTENeHN POACTBA: PORUTENM (Math,
orer) u metu (CbIH, JOUb), OpaT M cecTpa; BTOpoit: 6abyIluka, AefyLUIKa U BHYKH,
BHYYKI, AN, T€TS U IUIEMSHHUKY, IVIEMSHHULIBL TPeTbell: pajen, npababyIuka

U IPaBHYKM, IIPaBHYYKY; [BOIOPOJHBIE OpaT 1 cecTpa.
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5. BbisiBneHue naumneHToB ¢ CIXC

[TanyeHTy Ba>KHO PasbACHATb HEOOXOLUMOCTD IIPOBENIeHN I KaCKaJTHOTO CKpY-
HUHTA U IPUITALIeHNA er0 POACTBEHHMKOB Ha 00C/IefloBaHe, TaK KaK paHHee BbI-
ABJIeHMe cpefy HUX HOBBIX cnydaeB CI'XC mosBonmuT HavyaTb Npo¢umIaKTUIecKue
MepONpUATUA U JeKAPCTBEHHYIO TepallMio, HallpaB/eHHble Ha IIpefOoTBpallieHe
PasBUTUSA CEPLIEYHO-COCYIUCTBIX OCNOXHeHMI. Peanmsanua mporpamMm Kackaf-
Horo ckpyHyHra B Hugepnangax npusena K BelsiBIeHMIo 60mee 28 000 HOBBIX CIy-
vyaeB CI'XC. KackagHplil CKpMHUHT MOXKeT ObITh PeHOTUINYeCKUM 1 6a31poBaTh-
cs Ha xamHndeckux nposasreHnax CIXC, mnbo reHeTU4eCKUM — C BBIIOTHEHMEM
MOJIEKY/IAPHO-TEHETUYECKOTO MCCIeIOBAaHNA U IOMCKOM MYTallMM, BBIABIEHHON
y mpobanga. B caydae BbIsABIeHUA y ImpobOaHJa NMAaTOT€HHOTO MM BEPOATHO-IIA-
TOT€HHOT'O BapMaHTa HYKIEOTUHON IocinefoBaTerbHOCTH TeHOB LDLR, APOB,
PCSK9 mnpu MoneKynspHO-TeHEeTHIeCKOM 00C/IeOBaHMY, TIOKa3aHO IpOBeleHMe
FeHeTIYeCKOT0 KaCKafHOTO CKPMHIHIA y POICTBEHHUKOB ITPOOAH/A C LIe/bIO OIIpe-
TeneHusA y HUX Halu4ysA UM OTCYTCTBUA JAaHHOTO TeHeTMdecKoro BapuaHTa. [lpn
MOATBEPKAEHUM HaMN4MA MATOT€HHBIX WIM BEpPOATHO-IIATOTEHHBIX BAapMAHTOB
Y POfiCTBeHHMKA TocTaBuTh eMy fuarnos CI'XC, naxe ecnu yposenb XC JIHIT y nero
HIDKe IMAarHOCTUYECKIX 3HAYeHNIT, XapaKTepHbIX AJIs JaHHOTro 3aboneBanus. Ipu
OTCYTCTBUM [AaHHBIX MOJIEKY/ISIPHO-T€HETHYECKOro obcaenoBanms npobanga ¢e-
HOTMINYECKNUI KaCKaJHBI CKPMHIHT IPOBOANTCA C UCIIOIb30BaHMEM OPUTaHCKMNX
6noxummdeckux kpurepues CI'XC gns poncrsennnkos NICE (National Institute
for Clinical Excellence) (puc. 3). YaursiBas 60/mee BbICOKYI0 BEPOSITHOCTD Ha/ININUs
CI'XC y poncTBeHHVMKOB IpobaHpa (BepoATHOCTb 50% M/1A pOACTBEHHUKOB 1 cTe-
HEeHU POACTBA U 25% — [/Is1 2-0J1 CTelleHM) 110 CPaBHEHUIO C OOIIeION Y/ ALVIOHHOMN
(opuenTrpoBouHo 1/200), mpuMeHeHMe OTeIbHBIX KPUTEPUEB J/Is1 POLCTBEHHIIKOB
HOBBILIAET YYBCTBUTEIBHOCTD IPU JOCTATOYHON CIELM(PUIHOCTY IO CPAaBHEHUIO
C KpUTepyusAMY, IpUMeHAeMbIMI Y IIpobaHfia. Bricokass yyBcTBUTENBHOCTD (93%)
u crenuudHoCcTh (82%) atux KpurepueB B auarHoctuke CI'’XC 6blia mpofeMoH-
CTpUpOBaHa 1 JJIs1 poccuiicKoy nonynAanuu. CornacHo 3STUM KpUTepuAM, HaIlpuMep,
Y SKEeHIMHBL, flodepy HauyenTa ¢ guarnosoM reCI'’XC, B Bospacre 25 jeT mpu ypoBHE
XC JIHII > 4,3 mmonb/n guarnos CI'XC 6yneT noaTeep>xpeH, a mpu yposHe XC JTHIT <
3,6 mmonb/n guarHos CI'XC moxxeT 661Th uckmtodet. Ecmu XC JIHIT Haxogutes B rpa-
Huuax 3,6—4,29 MMosb/, B HACTOAIMIT MOMEHT HEBO3MOXKHO TOYHO YCTAHOBUTD U/
uckmounts guarnos CI'’XC, n Heo6XoVIMO B Ia/IbHEIIIeM IPOBECTY IIOBTOPHOE 13-
MepeHue. Heo6xonmmMo pernctpupoparhb 06C/IefOBaHHBIX POICTBEHHIKOB IIpobaHfa
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5. BbisiBneHuue naumneHToB ¢ CIXC

B paMKaX KaCKagHOTO TECTUPOBaHNA. Ecmu ocrarorcs HeO6CIIe]IOBaHHbIe POACTBEH-

HVK, He06X0IVIMO 0OCYAUTh BO3MOXKHOCTH MX 00C/IE0BaHNISI C IIPOOAH/IOM VI €10

3aKOHHBIM IIpefcTaBuTeeM (ecu mpobany Maagure 18 rer).

CI'XC BeposiTHa

CI'XC comHuTeNTBPHA

- CI'XC manoBeposATHa

JKenmyunpr My>K4MHBI
0-14 | 15-24|25-34(35-34 | 45-54| >55 0-14 | 15-24|25-34|35-34 |45-54| >55
53 | 53 |53]|53]|53]53 53 | 53| 53]|53]|53]53
52 | 52|52 |52|52] 52 52 | 52| 52|52 52|52
51 | 51 | 51 | 51 |51 |51 51 | 51 | 51 | 51 |51 |51
50 | 50 | 50 | 50 | 50 |50 50 | 50 | 50 | 50 | 50 | 50
49 | 49 | 49 | 49 | 49 | 49 49 [ 49 | 49 | 49 | 49 | 49
48 | 48 | 48 | 48 | 48 | 48 48 | 48 | 48 | 48 | 48 | 48
47 | 47 | 47 | 47 | 47 | 47 47 | 47 | 47 | 47 | 47 | 47
2| 46| 46 | 46 | 46 | 46 | 46 46 | 46 | 46 | 46 | 46 | 46
E 45 | 45 [ 45 | 45 | 45 | 45 45 [ 45 | 45 | 45 | 45 | 45
S [ 44| aa | 44| 44| a4 a4 44 | 44 | 44 | 44 | 44 | 44
2 43 | 43 | 43 | 43
E 42 | 42 | 42 | 42
5 41 | 41 | 41 | 41
< 4,0 | 4,0

Pucynok 3. Kpumepuu ouazrnocmuxu CI’XC y poocmeennuxos npobanoa.
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5. BbisiBneHue naumneHToB ¢ CIXC

5.8. YHuBepcanbHbIl CKPUHMHT

[TpoBenenye yHUBEpCalIbHOTO CKPUHMHIA HAIlpaB/IeHO Ha MaccoBoe 00Cieo-
BaHME€ HacCeleHMs C LeNblo BbIABIeHNUA HOBBIX cnydaeB CI'XC. YHmBepcanbHbII
CKPVMHMHT C OIIpefie/ieHueM JINIINI0B KPOBY Y JieTell B Bo3pacTe 5 /1eT Obl BIepBbIe
ocymectsieH B Crosennu. ITo pesynbTaTaM CKpMHIHTA 6bI/Ta 0TOOpaHa IPyIIIa fie-
teti ¢ yposHeM OXC > 6 MMOMB// MM UMEIIINUX OTATOIEHHYIO HAaC/IE,CTBEHHOCTD
nyposHeM OXC > 5 MMOJIB/JI, Y KOTOPBIX MeTOfIOM cekBeHuposanus JJHK 6b11 mpo-
BefleH MOMCK IaTOTeHHbIX MyTauuii, acconuupobanHbix ¢ CI'XC. M3 272 yyacTHu-
k0B mccrenoBanus 105 (38,6%) umenn myrtauuu B reHe LDLR B reTepo3UroTHOM
coctosguumy, 50 (18,4%) — B rene APOB u uu ogHoro B rede PCSK9. B o61ieit cnox-
HOCTHU ¥ 57% n11i, OTOOpaHHBIX B IIPOIlecCe YHUBEPCATbHOTO CKPMHMHTA, ObIIIN BbI-
sBrIeHbl MyTanuu, accounnposannsie ¢ CIXC. YV 50 (18,7%) y4acTHUKOB MCCIEHO-
BaHMs ObM 06HapyxeHbl n3opopmel E4 rena APOE n y 66 (24,3%) nuij He 65110
UeHTUUIMPOBAHO MTATOTEHHBIX BapuaHTOB. [Ipy MpoBefeHNY YHIBEPCATBbHOTO
ckpuHuHra cpenu 1320581 mui B CIIIA ¢ ncnonbsobanuem kpurepues Hanmonans-
Holt JIunmpnoit Accounaryuu (NLA Screening Thresholds) 306 denosex B Bo3pacte
moroxe 20 et (2,13%), 276 B Bozpacte 20-29 et (0,74%) n 3247 nuy crapiue 30 et
(0,26%) coorBercTBoBanu kpurepuam CI'’XC.

5.9. OnnopTyHUCTUIECKNI CKPUHMHT

OnnopryHucTu4eckuii (BO3SMO>KHOCTHBII) CKPMHMHT IIpefCTaBIsieT coboil fo-
HOTHUTETIbHOE 00C/IeJloBaHye ALMeHTOB C 1ienbio BeisBneHns CIXC, npumregmmx
K Bpauy IIO IIOBOAY Apyroro 3aboneBanus. Hamnume kamHmYecknx u maboparop-
HBIX JaHHBIX B 37IEKTPOHHOM (opMmare sBIseTCs 3¢G(PeKTUBHBIM MHCTPYMEHTOM
IOJCKa paHee He uarHocTuposaHHbIX nannueHToB ¢ CI'’XC. B cooTBeTcTBNN C pe-
koMmeHpanusaMy NICE npoBeieHre CKpMHMHTA OIIPaB/IaHO CPey 97IEKTPOHHBIX Me-
DVIIVMHCKUX KapT MEPBUYHON MEJUIMHCKO IOMOLIY Y MUIL Mojoxe 30 jieT, uMero-
mux OXC = 7,5 mmons/n unu crapiite 30 net, nmeomux OXC = 9 MMonb/II.

30
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5.10. TapreTHbIi CKPMHUHT

TapreTHslil (IPULEBHBIN) CKPUHUHT IpeAnonaraetT mouck 6ompubix ¢ CIXC
B TIpynmax MalMeHTOB C paHHMM pas3BuTueM arepockneporumdeckux CC3.
[Tpumepom moxet cnyxuth uccnegosane EUROASPIRE IV (A European Society
of Cardiology survey on the lifestyle, risk factor and therapeutic management of
coronary patients from 24 European countries), mo ganabiM koToporo CI'’XC 6pia
IMArHOCTMPOBAHA y KaXXZOTO HATOro OOIBHOTO, epeHeClIero OCTPhIil KOpoHap-
uoiit curpgpoMm (OKC) B Bospacte fo 50 net. ITo sanubiM PenepanpHOro perucrpa
OKC, cpenu 924 malneHTOB, FOCIUTANNU3MPOBaHHbIX ¢ AnarHo3oM OKC, yactora
norenyuanbHoit CI'XC (yposenp OXC (o61iero xomectepusa) = 7,5 MMOTIb/1 U/1n
XC JIHII = 5,0 mmonb/m) coctaBuna 10% (n = 95).
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6. OueHka cepaedyHo-cocyancToro pucka

6. O11eHKa cepeYHO-COCYANCTOTO PUCKA

Il OLIeHKM CepAeuyHO-COCYAUCTOro pucka y nanueHToB ¢ CI'’XC He IpuMeHAIOT-
cs Tpaguumonuble mkanel (Opemunremckas, SCORE). Bee nmuia ¢ CI'XC 6e3 CC3
aTepOCKIePOTUYECKOTO TeHe3a HeoOXOMMO OTHOCUTDb K KaTeTrOpyM JIUI, BBICOKOTO
pucka, npy Hamuuuy CC3 — K KaTeropuu o4eHb BHICOKOTo pyucka. C LIe/blo yTOYHe-
HMS VHIMBUAYATbHOTO PUCKA U €ro JajbHelIer Mogu(UKaluy OLIeHUBATh Y KaXK-
moro manueHTa ¢ CI'’XC Hanmume Takux (paKTOpOB pUCKa aTepOCK/Ieposa, KaK I'i-
HepTOHMS, KypeHNe, CaXapHBIil A1abeT, MOBbIIeHHbIT ypoBeHb TT (> 1,7 Mmmonb/m),
numomipotenpa(a) (> 30 mr/mn), auskuit yposenb XC JIBII (< 1,0 MMOIB/ y MY>KUUH
U < 1,2 MMOB/N y >KeHIWH). [I71s1 OLIeHKM CTeIIeHN aTePOCKIEePOTIYECKOTrO opake-
HI 1 KOPOHAPHBIX apTepuil BceM MallleHTaM, Bkmodas feteit, c roCI'XC nocre nmocra-
HOBKII IMarHO3a, TOKa3aHO IIPOBefieH1ie KOPOHAPHOI aHIMOTPadyM MU MY/TBTUCIIU-

PaIbHOI KOMIIBIOTEPHOI TOMOTpaduy KOPOHAPHBIX APTEPUIT C KOHTPACTHPOBAHIEM.
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7. JledeHMe ceMeHOI IUIIePX0IeCTePUHEMMUN

Jleyenne 6onpHBIXx ¢ CI'XC cmegyeT MpoBOAUTH B CIeLMaNM3MPOBAHHBIX Y4-
PEXAEHNAX, VMEIOIMX OIBIT BefleHus Takux 00nbpHbIX. HeoO6x0nMMo yunThHIBaTh
Ha/mu4ye NOMOTHUTENbHBIX (aKTOPOB pucKa (KypeHue, OXUpeHNUe, YPOBEHb -
nonpoTenzga(a) ¥ COMyTCTBYOIMX 3ab0MeBaHNIL: TUIIEPTOHN, CaXapHbI Anaber,
xpoHndeckas 6one3ub movex. [TarnyenTs! ¢ CI'XC KO/KHBI CTPOTO C/IEXOBATh BCEM
peKOMeHfanAM 110 HeMeMKaMeHTO3HOI Tepanuu (COOMofeHre f1eThl, IpeKpa-
I[eHJe KYPeHNs, OBbILIeHNe YPOBHA (PUSNUECKON aKTUBHOCTY (TP BOSMOXKHO-
CTI), KOHTPOJIb BeCa).

7.1. Iueta

Bcem manmenTam ¢ CI'’XC ¢ nenbio cHmkerns yposasa OXC n XC JIHII n pucka
pasButusa CC3 moka3aHo cOOMOe e IMeThI C OTPaHIMYEHIEM TIOTPeOIeHN S HACHI-
I[EHHBIX )XMPOB (< 7% OT moTpebIsieMbIX Ka/I/[ileHb) U TPAHC->KUPOB (< 1% Kasi/neHp)
3a CYeT BBeJeHM s B PAllIOH MOHO- (HepadMHMPOBaHHOE ONMBKOBOE MAC/IO) U IOIN-
HEeHaCBILIeHHBIX (HemarbMOBble pAaCTUTEIbHbIE MAC/Ia) XUPHBIX KMUC/IOT B KOIMYe-
CTBe, obecrednBalomneM 0 30% CyTOYHOTO Kajopaska, KpoMe 9TOrO BCeM IallieH-
taM ¢ CI'’XC c nenbio cHixenus yposHsa OXC u XC JTHIT Heo6XofuMO OrpaHNYUTD
norpebeHue xonectepuHa 1o 200 MI/feHb, YBeIMYUTb HOTpebIeHNe Uiy, 6ora-
TOJI paCTUTEIPHOI KJIeTYaTKOI (5 mopuuii oBoleil 1 GpPyKTOB B feHb). Pogutenam
zereit ¢ CI'XC Heo6x0A1MMO KOHCYIbTHPOBaH)e BPauOM-I1ETONIOIOM II0 BOIIPOCaM
30OpOBOrO NUTaHMs pebeHKa, HauMHasI C Bo3pacTa 2 feT. [lyeTndecKue peKoMeH-
DaLyy aHAaJIOTMYHBI peKOMeHAaIusaM i B3pocnbix ¢ CI'XC, ogHako He0OX0RMMO
cobmopaTh 0COOYI0 OCTOPOXKHOCTD, YTOOBI M36eXaTh HEJOCTaTKA Kamopuit (eciu
BeC HOpPMaJIbHBII), I KOHTPOIMPOBATh KpMBYI0 pocTa. Pekomenganuu ESC (2019),
Kacaoluecs JUeThl, IPUBeAeHb! B Tabnuie 3.
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Ta6nuua 3. IIpogyKTsI ¥ CHOCOOBI MX HPUTOTOBICHUA

Ymepenno

Ns6erarp

JKupHnas BeImeuka,

e/IbHO3€PHOBbIE X1e6, puc, MaKapOHBI
3makoBsble = P puc, POHEL maddunsl, muporn,
KYJIBTYPBI OGUCKBUTBDI, TON-KOPH
KpyaccaHbI
OBomn CpIpble M1n Kaprodenp Osomy,
06paboTaHHBIE OBOIL TIPUTOTOB/ICHHDIE
Ha Macjie Uin
MalioHe3e
YeueBuria, ropox
Bo6osrie > FOpOx,
60651, cOeBbIE
DpyKTHI CBexxne uim Cy1eHble, Xere,
3aMOpO>KEHHbBIE I>KeMBI, B KOHCEPBaX,
cop6ersl,
B MOPO>KE€HOM, COKI
[InpoxxHble,
MOpPOXeHOe,
. Caxaposa, Mef,
Crapgoctu Hwuskoxamopuitasie ¢dpyKTO3a,
II0KO/Ia]], KOH(EeThI
rasupoBaHHbIE
HAIIUTKA

Msico u peiba

ITocTHas u JKUIpHaA

ITocTtHOE MsICO,

Cocucku, cansamu,

Huetuyeckue
NIPOAYKTHI, Ai1a

Ob6e3xxnperHoe
MOJIOKO, JIOTypT

C HU3KVM KOJ/I-BOM

pbiba, nTuIa 6e3 KoXu 6apaHnHa, 6exoH, pebpa,
CBUHIHA, TOBA/IMHA, XOT-J[OTH,
MOPETPOLYKTEL, CyOIpPORYKTHI
MOJITIOCK I
Monoxo/cbip OO6bIKHOBEHHBIE CBID,

MOJIOKO, CINBKMN,

JKUPOB, Ala Jiorypr

[Tpunpass Yxcyc, ropuna, OnuBKoBOE Macro, Tpancxupsl,

6e3X1poBBIE MapTrapyH, MajioHe3, | TBepfble MaprapuHbL,
3aIlpaBKI KeTYYII, 3allpaBKA MaTbMOBOE,
KOKOCOBO€ MacrIo,

Xup 6exoHa

Opexn Bce Heconenble Koxoc
Bup I'punp, Bapka, JKapxka JKapxa B macne
IIPUTOTOB/IEHU A TyLIeHMe
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7.2. PusmdeckKkas aKTUBHOCTD

C penbio caykenns yposHa OXC, XC JIHII, TT neobxonuma aspobHas ¢pusndge-
CKas aKTVBHOCTb YMEPEHHOI MHTEHCYBHOCTH (MM BBILLIE II0 COITTACOBAHUIO C Bpa-
YOM), 10 MeHbllIeli Mepe, 30 MUHYT B JIeHDb B TeYeHNe He MeHee YeM 5 THell B HefleIo.
JIni, KOTOpble IO COCTOSIHYIO 3[JOPOBbs He MOTYT BBIIONHATb (U3MYECKYI0 Ha-
TPY3KY yMepeHHOJ MHTeHCUBHOCTH, HEOOXOAMMO MOTUBMPOBAThH K BBIIIOTHEHUIO
MaKCVMAJIbHO IIePeHOCKHMOI /sl HUX PU3NIECKON aKTUBHOCTH, OTAAaBas MPEATIO-
YTeHye TOJ, KoTopas Oblya 6bI MaKCMManbHO JOCTYIIHA B €XKE[HEBHOM peXNMe,
K IpuMepy, OpICcTpast Xonb6a, HOfbeM II0 TeCTHHUIE, e3ha Ha BEe/IOCUIIENE.

7.3. OTKa3 oT KypeHus

Ba>kHO HOBOINUTD [0 CBefleHNs BCEX IALIMIEHTOB C YCTAHOBIEHHBIM AMArHO30M
CI'’XC nnpopmaruio o Heo6XOAMMOCTY IIOTHOTO 0TKa3a OT KYPEeHNs KaK aKTUBHO-
IO, TaK ¥ MIACCMBHOTO, IIOCKO/IBKY OHM YK€ MIMEIOT BBICOKMI CEPHIeIHO-COCYIUCThIN
puck. C 1jenpio noBbinreHst 3QHeKTMBHOCTY OTKa3a OT Ky peHMsI HeOOXOAMMO mpu-
MeHATDb (apMaKOIOrMYeCKue IOLXO/bI.

7.4. Ilpenaparsl, ucnonb3yembie gns nedenns CI'XC

Crarunsl. [lepBoil TuHMeN MeAMKaMeHTO3HOI Tepanuu 60nbHbIX ¢ CIXC aB-
JIAIOTCS CTaTUHBL. MeXaHM3M JIeJICTBUS IIPeNapaToB CBsI3aH C KOHKYPEHTHBbIM JMH-
rUOMpOBaHMEM TUAPOKCH-METHI-TITIOTapUI-KO9H3UMA-PeyKTasbl — (epMeHTa,
Y4aCTBYIOIIETO B CHHTE3€ 3H[OTEHHOTO XonecTreprHa. CHIDKEeHME KOHLEHTPALUN
OXC B neyeHy CTUMYIUpPYeT 3KcIpeccuio petentopos JIHII Ha moBepxHOCTH rema-
TOLIUTOB, B PE3y/IbTaTe YEro IPOUCXOAUT CHIDKeHMe KoHueHTpauuu JIHIT u gpyrux
aTepOTeHHBIX NUIIONPOTeN/IOB. Tepanysa cTaTMHAMM MO3BOJsAET CHUSUTD YPOBEHDb
XC JIHII na 20-60%, TT - na 10-15%, nmosbicutb ypobeHnb XC JIBII Ha 5-15%. [Inu-
TelIbHOE TIIpUMeHeHMe (He MeHee 5 /1eT) CTATMHOB YMEHbIIAeT YaCTOTY JIeTaTbHBIX
ucxonos VIBC u ocnoxxnenuit CC3 na 25-40%. Ha ocHOBaHMM JaHHBIX TpeX Me-
Ta-aHa/IM30B ObUIN onpefeneHsl cpegHme yposHu cHybkeHns XC JIHII B 3aBucumo-
CTHM OT [{03bI U BUfa cTaTVHa (puc. 4, Tabi. 4). laHHbIe MHOTOYMCIIEHHBIX KPYITHBIX
PaHIOMM3MPOBAHHBIX UCCTIENOBAHNMIT M X MeTaaHa/IN3 II0Ka3all, YTO TOTBKO BbI-

COKOMHTEHCUBHAs Tepalysi CTaTMHAMM B Haubobiel crenenn cHikaet XC JTHIT
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(Ta6}1. 4) ¥ IIOKa3aHa manyieHTaM C BbICOKMM U OY€Hb BBICOKMM PVCKOM pPa3BUTUA

CepHeIHO-COCYNUCTBIX OCTIOKHEHNI, K KOTOPbIM OTHOCATCA nanueHThl ¢ CI'XC.

% 5 10 20 40 80
1 T

20 | @ AT T e e e o

30 -SR-S T

KonmgecTBo manimeHTOB

-50

-53%

-60

Camkenne | —®— PrmyBacrarun  —e—IlpaBactatun  —e— CumBacTaTuH
XC JIHII —e— AropBacratui —e— PosyBacTaTuH

Pucynox 4. Crusenrue yposus XC JIHII 6 3asucumocmu om 003bt pa3LUuuHbiX CAMUHos

ITpumevanne: XC JIHII - XonecTepyH TMIONPOTENTOB HIU3KOI IITIOTHOCTIL.

Ta6nuna 4. CraTHMHBI B 3aBUCHMOCTH OT cTenenu cayokeans XC JTHIT

5 10 20 40 80
bnyBacraTun - - 21% 27% 33%
IpaBacTaTUH - 20% 24% 29% 33%
CUMBAaCTaTUH - 27% 32% 37% 42%'
aTOpBaCTaTUH - 37% 43% 49% 55%
posyBacTaTUH 38% 43% 48% 53% !

! Hasnauenne IIpenapara He pEKOMEHIYEeTCs B CBA3M C BBICOKMM PUICKOM Pa3BUTUA MUOIIATUN.

IMpumevanne: XC JIHII - xonecTepyuH MMIONPOTENTOB HIU3KOI IIZIOTHOCTI.
30% — HU3KOMHTEHCUBHBII pexXuM. 30-49% — yMepeHHO MHTEHCUBHbIN peXXuM. 2 50% — BBICOKOMH-
TEHCUBHBIN PEKUM.
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Cratunbl cHmxaroT yposeHb XC JIHIT y manmentos ¢ CI'’XC B ToJ1 >Ke CTeneHn,
YTO U B 061IeVl NONy/IAnuy. {71 OLleHKM BIVAHNSA TUIIOTUIIUAEMIYeCKON Tepalny
Ha puck pasutusa VIBC y 6onpabix ¢ CI'XC ObImu M3y4eHBbI MAlMEeHThl U3 Halu-
OHAJIBHOJ TO//IaHJICKOJ CKPMHMHTOBON NMPOTpaMMBbl C TIOATBEP>K/J€HHbIM I'€HeTH-
4ecKUM uccnefopanyeM auarHosom CI'XC, He mMeroniye Ha MOMEHT BK/IIOYEHNA
UBC. TIpuemM BHICOKOMHTEHCUBHON M YMEPEHHO MHTEHCUBHON TMIONMINEMIYe-
CKOJI Tepanuy acCOLMMPOBAJICA CO CHIDKeHueM pucka passurus VIBC na 44%. Pa-
Hee B PETPOCIIEKTMBHOM KOTOPTHOM MCC/IeOBAHUMU OBIIO IMPOJEMOHCTPUPOBAHO
CHIDKEHME OTHOCUTE/IBHOTO pyucKa Ha 77%. IIpoBefeHHbIe CCIeloBaHNA JOKA3a/lM,
YTO CHMDKeHMe pucka passutuA VIBC Ha Tepanuu cTraTMHaMy, 3aBUCUT OT KOHI[EH-
tpauuu XC JIHII go Havyana medyeHus. B paHZOMU3MPOBAaHHOM KIMHUYECKOM JIC-
cnepoBanuy nutl ¢ reCI'’XC atopBacTatus B fo3e 80 Mr cHyxan yposenb XC JIHIT
Ha 50% OT MCXOMHBIX 3HAYEHUIL.

B Poccun saperucTpupoBaHbl ClefyIol/e CTAaTUHBI: aTOPBACTaTH, PO3yBacTa-
TUH, IUTaBaCTaTHH, IOBACTATUH, CMBAacTaTuH, QryBacTaTuH. B peanbHO KIMHU-
YeCKOJ IpaKTUKe B HACTOsAIIlee BpeMs MCIONb3YIOTCS NepBble TP IIpenapaTa.

ATopBacTaTUH - CUHTETUYECKMIT CTATUH, KOTOPBIi B f03ax 40-80 Mr/cyT cHM-
xaet yposeHb XC JIHIT na 49-55%. B cpaBHeHUM ¢ gpyrumu craruHaMmu aQdek-
TUBHee CHIDKaeT yposeHb TT (Ha 19-30%). IIpemapar HasHa4aloT B fo3ax oT 10
1o 80 mr/cyT. Beicokue no3sr npemapara (40-80 Mr/cyT) mokasaHsl, IZTaBHBIM 06pa-
30M, B CJIy4YasAx BbIpaxkeHHOU runepimumupemun Ila u IIb Tunos, B yactHOCTH, IpH
CI'’XC, MoryT BbI3BaTh TaKue o6oyHble 3¢ (PeKThl KaK MIOIATUA U IOBBIIIEHNE T1e-
YeHOYHBIX (PePMEHTOB.

PosyBacTtaTun, KaK M aTOpBAaCcTaTUH, OTHOCUTCA K CUHTETMYECKMM CTaTMHAM
HOC/IEZHETO MOKOJIEHNA, HO 00/IalaeT HeCKOIbKO 6ojlee BBIpPaXKeHHON T'MIIONUIIN-
IeMMYecKOll aKTMBHOCTBIO. B 00BIYHOI KIIMHMYECKOI IIPAaKTHKe pO3yBacTaTUH Ha-
3HaYaeTCA MO TeM JKe TIOKa3aHMUAM, YTO U JIpyTUe CTaTUHbBI, HO €r0 MaKCHMabHasA
mo3a cocTapndAer 40 Mr/cyT.

ITuraBactaTus. [Ipenapar 611 3apeructpuposan B Poccun B 2015 rogy. More-
Ky/Ia MUTaBacTaTMHA MMeeT PAJN OTAMYUTENbHBIX OT JPYTUX CTATUHOB 0COOEHHO-
creit. OCHOBa ee CTPOEHMUs — TeNTaHOAT, LIeHTPalbHOe XMHOMMHOBOE KOMbIIO 1 60-
KOBBIe Ieny U3 yacTeil GpropdeHmna u LUKIOIponuIa — obecrednBaeT Ay4IUIyIo
(apMaKOKMHETHKY, IPaKTUYeCKU UCKII0Yast ero MeTabo/MnsM depes CUCTeMY -
toxpoma P450. 910 obecrieunBaeT HU3KYIO YaCTOTY B3aMMOLEIICTBUI C OPYTUMMU
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(bapMaKO}IOI‘I/I‘leCKI/IMI/I IIpemnaparaMmu, 4To obecrieunBaeT ONTUMAIbHOE JI€YeHNE
IMaIMIEHTOB, BBIHY>XXIEHHDBIX IIOCTOAHHO NIPMHMMAThb HECKOJIBKO IIp€napaToB. TaK,
B OT/IN4YME OT APYTUX CTaTMHOB, IMTaBAaCTaTUH HE B3aI/IMOI[eI7ICTByeT C aHTUPETPO-
BYPYCHBIMMU IIp€NapaTaMy ¥ a30/10BbIMJ aHTUMUKOTUKaAMM, II0O9TOMY paccMaTpu-
BaeTcs B KadyecTBe Iperapara BbIOOpa [ nedeHys runepnunupemun y BUY-un-
¢unMpoBaHHBIX malyeHToB. KpoMe Toro, He HabmoOfaeTcA JeKapCTBEHHBIX
B3aMMOJIeIICTBUII IIUTAaBaCTATUHA C 33eTUMIOOM, MHTPAKOHA30/I0M, I'peiindpyTo-
BBIM COKOM U IUTOKCMHOM. PapMaKOKMHETMKA IMTaBacTaTIHA He 3aBUCUT OT I0JIa,
BO3pacTa, pacel, Hannuus ClI, pyHkium modek. [InTaBacTaTUH B HEM3MEHHOM BUJe
OBICTPO BBIBOJAMTCS U3 EYEHM B XKeT4b, HO MIOIBEPraeTCsl SHTEPOTeNaTUIeCKOIL pe-
LVPKY/IALUY, 4TO OOYC/IOBINBAET [IINTENBHOCTD €To felicTBus. Yepes MOYKY BbI-
BOAUTCA He 6oree 3% aKTUBHOTO BellecTBa. HasHaueHne mpemnapara B gose 4 Mr/cyT
nossopseT cHu3uTb yposeHb XC JTHII Ha 47%.

Bneannmoume Ppe3ynbTaTbl T€palluM CTaTMHaMN HE MOITIN 6bITh 06bACHEHDI
C MO3ULMN TOJABKO UX JIMIIUACHUXKAKLIETO :—)cb(beKTa. IanpHeiiIne UCCIeToBaHUS
BPIABMIN Ha/IN4dMe y CTaTMMHOB HHCI?IOTPOHHBIX CBOI7[CTB, KOTOpbI€ pe€ann3oBbIBa-
JIVICh ITapajIe;IbHO C OCHOBHBIM I'MIIOINIINAEMNYIECKUM B(I)(I)EKTOM, N IIpOABIAINCD
yrayduieHnem (byHKI_U/II/I SHIOTENNA, IIOBBINICHNEM aHTMOKCMHaHTHOf[ AKTUBHOCTMN,
CHVDDKCHUEM yp0BHe171 MapKe€pOB BOCIIAJIEHN A, AHTUNIIEMUNIECKINM, aHTI/ITpOM6OTI/I-
yecKUM perictBueM. IIpu 5TOM, €C/iu MOIOXKUTEIbHbIE :—)(1)(1)eKTbI CTaTUHOB, Pa3BU-
BamwIyecsa MMEHHO BCIENCTBYIE JOCTVIIKEHN S IT'NIIOXO0J/IECTEPUHEMUMN, Tpe6y10T 1A
CBOelI peau3aluy He MeHee 35 JIeT, TO IVIeIOTpOITHbIe 3PP eKThI STUX IIpeapaToB
Pa3BMBAIOTCS OBICTPO U OKA3bIBAIOT Pa3HOOOpa3HOe Mo3uTNBHOe BausAHue. C yayd-
IEeHNEM (byHKIH/II/I SHAOTENNA CBA3AHO 3aMETHOE YMEHDIIEHME TAXKECTN M 9aCTOThI
3MM30J0B NIIEMNN HA (1)0He Tepanuu CTaTUHAMMN. Kp0Me TOTr0, CTAaTUHBI 06na11a10T
IIOJIOKUTENbHBIM B/IMAHNEM HAa aKTUBALUIO MaKpO(baFOB, KJI€TOYHYIO Hponmbe—
panuio, yMEHbIIAIOT AIIOIITO3 U IJIEKTPUIECKYIO I'€TEPOTEHHOCTh MIMOKapaa, yimyd-
ImawT MOp(l)O(l)YHKIU/IOHaTIbHBIe XapaKTEPUCTUKN JIEBOTO JKETyAOYKa U CHVMIKAIOT
JKECTKOCTb COCYIMCTOM CTEHKM.

Bce craTyHBI, Kak IIpaBUIo, XOPOIIO MepeHocATCA 60onbHbIMM. OFHAKO Tepamns
CTaTMHAMM PENKO MOXKET OCIIOKHUTLCS IIOBbIIIeHVeM ypoBHA ¢epmenTtoB ACT
u AJIT. MexaHN3M 3TOro MOoOGOYHOTO ABEHNA O KOHIIA He IOHATEH. TeM He MeHee,
CTaTMHBI He PeKOMEH/yeTCsl Ha3Ha4aTh O0JIBHBIM C OCTPBIMY 3a00/IeBaHV MU TTeYeHN
(remaTut), ee TOKCUYECKOM IOpPa)KEHMEM, COIPOBOXKAOLIVMCSA IOBBIIIEHNEM
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¢depmentos. Ecny Ha QpoHe Tepanuy cTaTMHaMM BepXHUe IIpefie/Ibl HOpMa/IbHBIX 3Ha-
YeHUIT 9TUX (PepMEHTOB IIPeBbINIAIOTCA B 3 pasa, Ipenapar Hy>KHO OTMEHUTb 1 IO-
IOXJAaTb HOpManusalyy ypoBHeil ¢pepMeHTOB. Ilocie 3TOro MO>XHO BO30OHOBUTD
Tepaluio, Ha3HaYyB IIpenapar 1mudo B MeHbIIel fo3e, MO0 3aMeHNUB ero Ha Jpyroil
CTaTUH, HaIIpMMep, 3aMEHNTb aTOPBACTAaTUH Ha IMTaBaCTaTUH WM (DIyBacTaTHH.

Jpyroe ocnoxxHeHMe, KOTOpOe BCTPedaeTcsl HpUOIU3NTENbHO B 3-5% clydaeB —
MMoMaThs, 60Ib ¥ CNabOCTb B CKENETHBIX MBIIIIAX, YTO MOXKET COIMPOBOXKAATHCA
HOBBIIIeHNeM ypoBH:A KpeatuHdocdokuHnassl (KPK) - mokasaTens mopexjeHns
MbllIeYHOI TKaHM. KnmHMuecky sHaYMMBIM cunTaercs nopbimenne KOK B 5 pas
BbIIIe BepXHell I'PaHMIIbI HOPMBL. Bpau Ho/mkeH MCKIIOYNTD gpyTue IPUYMNHBI 110-
BoiteHnsA KOK, KoTopbie MOTYT 6BITh OOYCIOBIEHBI Ype3MePHOIl PpM3UIeCKOil Ha-
TPY3KOJl WM MOpa’keHMeM MBIIIL], He CBA3aHHBIM C IPYEeMOM CTAaTMHOB. TaKTuKa
B IAaHHO CUTYal[MM TaKasd Xe, Kak u mpy nosbiutenun yposHsa ACT un AJIT.

Kpaitae pegxum u Hanbosee TsHKEIBIM OCTOXXHEHIEM Tepalyuy CTaTUHAMMA SIB-
nsiercst pabgoMuonus (pacrmaj, MbINIEYHO! TKaHM), KOTOPBIE MOXKET 3aKOHUUTHCS
JIeTaJbHBIM MCXOZIOM 13-33 pa3BUBaIOLIENiCA IOYEYHON HemocTaroyHocTu. Yame
BCero pabpomMmonns HabMIONAETCsl IPU COYETAHUM CTATUHOB C LMKIOCIIOPUHOM,
¢ubparamu (rempuOposnmIOM), HUKOTUHOBOI KUCIOTOI, 3PUTPOMULIVHOM, PAXOM
IPOTMBOrPUOKOBBIX HpenapaToB. [IoaToMy B crydasix HEOOXOZMMOCTY HasHade-
HIIS1 KOMOMHMPOBAHHOI Tepanuy KOHTpoib ¢pepmentos (KDK, AJIT, ACT) nomken
IpPOBOAUTHCA dallle, a OOTBHBIX C/IeAyeT IOLPOOHO MHCTPYKTUPOBATH O BO3MOXK-
HOCTH M CUMIITOMAX 9TUX OC/IOKHEHMIL. B ciydae pasBurus pabgoMumonusa mprem
CTaTMHOB IPOTVMBOIIOKA3aH.

BbIs1o mpoBefieHo HeCKONbKO MeTaaHa/lINM30B, MOKa3aBIINX, YTO IpYeM CTaTHu-
HOB B BBICOKUX JI03aX CONPOBOXKJaeTcs 6oblueit yacToToll passurusa ClI, Hexxenn
y JINL, IPMHUMABIINX CTaTVHBI B yMePEeHHBIX Jo3aX. BMecre ¢ TeM, 65110 oTYeT/IN-
BO IIOKa3aHO, YTO MO/Ib3a OT CTAaTVHOB, CBA3aHHAA CO CHIVDKEHNEM 4MC/Ia cepred-
HO-COCY/IUCTBIX OCTIOXXHEHMII ¥ CMePTe/IbHBIX MICXO/IOB, CYLeCTBEHHO NPEBBILIAET
PUCK, cBA3aHHbIN ¢ pasBuTueM ClI.

CraTVHBI Heb3s1 Ha3HAYaTh 6epeMEeHHbBIM U )KeHIIMHAM AeTOPOJHOIO BO3PacTa,
IJIAaHMPYIOLIMM MaTePUHCTBO, IETAM 70 8 /1eT, ecliu TONbKO peyb He ujeT o roCI'XC.
[IpmeM CTaTMHOB CleAyeT INpPeKpaTUTL NpM IIOBBIIIEHMM YPOBHA TpaHCAMMHA3
BBbIllle 3 BepXHUX rpanul] Hopmel umy KOK Bbllle AT BepXHUX IpefenoB mabopa-
TOPHOI HOPMBI.
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93ernmu6. HecMoTps Ha paHHee HayajIo JIe4eHM U IpUeM BBICOKUX HO03 CTa-
TUHOB, Y MHOTUX 601bHbIX ¢ CI'XC He ynaeTcs JOOUTHCSA ONTUMAIBHOTO CHUYKEHU S
yposusa XC JIHII u cTabunusanyy aTepockiaepoTudeckoro npouecca. Ilpu Heno-
cTyokeHnn neneporo yposHa XC JIHII pekomeHpoBaHO fobaBieHue 33eTumMuoa.
O3eTuMMO, B OTINMYNME OT CTATUHOB, CHIDKaeT He CMHTe3 XOJeCTEPUHA, a ero Bca-
ChIBaHNE B KeTYJOYHO-KUIIEYHOM TpakTe. [mMmoxonecTeprHeMmudeckmil s¢pdexT
33eTUMMbA JOCTUTAETCS 3 CUET MHTUONPOBAHNSA IIEPEHOCYMKA IK30TE€HHOTO X0JIe-
CTepUHA, TOKa/IM30BAaHHOTO Ha LIIeTOYHOII KaeMKe 3MUTeNnyA TOHKoi Kkumku. [lepe-
HOCYMK XOJIeCTepyHa MpencTaBaseT coboit 6enok tumna 1 Humann - Iluka. Vuru-
OMpoBaHue TPAHCIIOPTA INILEBOTO U OMIMAPHOTO XO/TeCTepyHa B KMIIEYHIIKe BefieT
K YMEHDIIeHNIO KOIMYeCcTBa X0NecTepMHa B TelaTOLUTaX, KOTOpble B OTBET Ha pas-
BUBAIOLINIICA B K/IeTKe JepUUNT XomecTepyuHa yBenuunBaoT uucio JIHII-perern-
TOPOB Ha CBOET IOBEPXHOCTH. D3eTnMM6 B fo3e 10 MI/CYyT IPUBOIUT K CHUIKEHUIO
ypsous XC JIHII npubnusurensao Ha 20%.

Muru6uroper PCSK9. B nmocnenHne ropsl B pARY TMIOMUINAEMIYECKUX Ipe-
[ApaToOB IOSIBM/ICS HPUHIMIINAIBHO HOBBINM K/IAacC OMOMOTMYECKUX COeRMHe-
HUI — MHIUOUTOPBHI (MOHOK/IOHA/IbHBIE AaHTUTENA) IIPOIPOTENHOBOI KOHBEPTA3bI
cybrwnsun-kekcue tTuna 9 (PCSK9). Muruburopst PCSK9 cymiecTBeHHO OTaM4a-
I0TCSI OT CTAQTMHOB 1 93eTUMMOA KaK IO CBOEI IPUPOJE, TaK U [0 MEXaHU3MY Jeli-
crBys. Paspaborka narnb6uropos PCSK9 cBsA3aHa ¢ OTKpBITHMEM pOJIM T'eHa U Oe-
ka PCSK9 B romeocrase u MetabonmusMe xonecTepuHa. B Hopme nupKynupymomue
B m1asMe Kposu JIHII 3axBaTbIiBalOTCA renarolUTaMy IOCPeACTBOM CBA3bIBAHUA
co crneguduyeckum perenrtopom. Obpasosasimiics kommnexc JIHIT/JTHII-peren-
TOP MHTEPHANIM3YETCA B TEMAaTOLUT B COCTaBe KIATPMHOBBIX ITY3bIPHKOB, KOTOpBIE
3aTeM C/IMBAIOTCA ¢ 9HRocoMaMmu. Kucnmas cpefja BHYTpU 3HOCOM CIIOCOOCTBYeT
IMCCOLIaLMM KOMILIEKCa, oce 4ero cBobonusie JIHII-penienTopsl MOBTOPHO BO3-
BpaIaloTCA Ha IOBEPXHOCTD IeNaTolUTa, Tie OHY CBA3BIBAIOT U BBIBOAAT U3 KPO-
BoToKa HoBble yacTunbl JIHII. PCSK9 perynupyer aToT IMKIMYeCKUil Mpolecc,
cBasbiBasAch ¢ JIHII-penenTopaMu Ha MOBEPXHOCTY TeMaTOLMTA M MApKUPYs JaH-
HBIJl pelienTop AJA €ro MOCHAeAyIoLero paspyueHnsa B IM30COMaxX KneTku. Yucno
akTuBHbIX JIHII-penentopos u nornouenne XC JIHII 13 KpoBoTOKa yMeHbIIaeTcA,
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4TO BefieT K pocty koHuenTpanuyu XC JIHII B minasme kpoBu. VIHrnbuposanme
PCSK9 npusoput k ysenudennio konudecrsa JIHII-perenTopoB 1 CHM>XEHMIO CO-
nep>xauust XC JIHIL. B 2018r. akcriepramu EBpormeiickoro o61iectBa aTepockieposa
OBbI/IM IpefCTaBIeHbl NIPaKTUYeCKue peKOMEHJaliy, COITTACHO KOTOPBIM IIpMMe-
HeHue yHru6uTOopoB PCSK9 mokasano manmentam reCIXC, He MMeIuM Kiu-
HIYECKN JMAaTrHOCTMPOBAHHOTO aTepockiepoTnyeckoro CC3 mpy KOHIEHTpalyuy
XC JIHII > 4,5 mmonb/n Ha poHe nevenns vy XC JTHII > 3,6 MMO/IB/ Ipy Hamu4um
TOIONHUTENbHBIX (PaKTOPOB PUCKA: CAXapHBIil AnabeT, apTepuanbHas IUIIePTOHNA,
HOBBIIIEHHBIN YPOBeHD MUIonpoTensa(a), panxero passutus CC3 B cembe. B paH-
ZOMM3MPOBaHHOM ITanebo-koHTponupyemom ucciegosannu RUTHERFORD-2
(The Reduction of LDL-C with PCSK9 Inhibition in Heterozygous Familial
Hypercholesterolemia Disorder-2), B koTopoe 65110 BKII0YeHO 331 ManyeHTOB
¢ reCI'XC, HaxofMBHIMXCSA Ha MaKCUMaJbHO IEPEHOCUMMON TUIIONMUIUAeMuYe-
ckoli Tepanuy u uMesunx yposeub XC JIHII 6osee 2,6 MMonb/11, Ha oHe mprema
9BoNOoKyMaba B fo3e 140 u 420 Mr Ha 12 Heperne ledeHUst ObIIO OTMEYEHO CHU-
xeHye yposHa XC JIHII na 60-68% u numonporenna(a) Ha 32%, 10 CpaBHEHUIO
¢ wiane6o. B yeTpipex 78-HeeNbHBIX I/Ia11e60-KOHTPOIMPYEMbIX CCIETOBAHMIX
(ODYSSEY FH I, FH II, LONG TERM n HIGH-FH) anupoxyma6 IpuBOAWI K CHU-
xenuio XC JTHIT Ha 60% y 6onbHbix ¢ reCI'XC Ha MaKCHMMaIbHO HePeHOCHMOI Te-
pamuu cratuHamu. I[IpumeHeHne 3BomokymMaba mokasaHo y nanuentos ¢ roCI'’XC
6e3 mnn B coueTaHUM € adepe3oM IUIOIPOTENLOB. DBOIOKYMab CHIDKA B CPefi-
HeM ypoBenb XC JIHIT Ha 26% B nccnefoBanuu TESLA Part B (Inhibition of PCSK9
with evolocumab in homozygous familial hypercholesterolaemia).
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Tabmuna 5. Pacuer crenenu cuyskennst XC JTHII npu pa3nuvaHbIX BApHMaHTaX
TUNOTUINAEMIIeCKO Tepanun

Tepanma Cumxenue XC JTHIT B %

CraTuH B peXXuMe yMepeHHON NHTEHCUBHOCTI = 30
CraTyH B peXX1Me BBICOKOJ MHTEHCUBHOCTH =50
CraTuH B peXX1Me BbICOKOJ MHTEHCUBHOCTH + 65
93eTUMMO
Vurnéuropst PCSK9 =60
VHrn6uropsr PCSK9 + cTaTiH B pe>xuMe BbICOKOIT 75
MHTEHCUBHOCTI
Nurubnropser PCSK9 + cTaTuH B pexxnnMe BHICOKOI 85
MHTEHCUBHOCTH + 33eTUMMUO
Adepes mumonporenson =75

ITpumevanns: XC JIHII - XonecTepyH MUIIONpOTeN0B HU3Kol mnoTHOCTH; PCSK9 - mponmpoTenH-KoH-
BepTasa CyOTH/IN3NMH/KEKCHH 9 TUIIa.

Hosble nunorpomnHble nmpenaparbl. PasBuTie TeHHON MHXXeHEpPUU IIPUBENIO
K CO3[JaHMIO aHTUCMBICIOBBIX OIMTOHYKJIEOTUOB — HOBOTO Kjacca Npernaparos,
HONYYMBIIMX IIMPOKOE IPUMEHEHUe B JIe4eHMM TeHeTUYeCKUX U MHQEeKIVOH-
HBIX 3abomeBaHMIl. AHTHCMBICTOBasA TepanusA (antisense therapy) — merop nede-
HUsI, OCHOBaHHBIN Ha MHIUOMpoBaHuM TpaHcaanuu marpuanoi PHK ¢ momobio
KOMIIJIEMEHTAapHBIX K Hell KOPOTKMX HYK/I€OTHHHBIX IOCIefloBaTelbHOCTel. 3a
cueT 00pasoBaHMs AYIUIEKCHBIX y4acTkoB ¢ M-PHK aHTMCMBICTIOBBIE HYK/IeOTH-
IBl TIPeIATCTBYIOT CUHTE3y COOTBeTCTByMolero 6enka. B 2013 r. Food and Drug
Administration (FDA) 6b111 05o6peHb! ABa npenapaTa: TOMUTAII], M MUTIOMEPCEH.

JIoMuTanup pefcTaBisieT co60i MHIMOUTOP MIUKPOCOMATBHOTO be/IKa-IepeHo-
CYMKa TPUIIMLEpUOB. [lelicTBIe Mpemnapara CBA3aHO C IpefoTBpaleHneM 06paso-
BaHMA XC JIHII B meueHy 1 XMIOMUKPOHOB B KMilleuHMKe. [To JaHHBIM KIMHIYECKNX
MCCTIelOBAaHNIT Ha3HaueHMe ToMuTanuza cnocobcrsyer cHmkennio XC JTHIT na 40-
50% y maunentos c roCI'’XC. locturnyTsie yposuu XC JIHII coxpansanmucs go 126 He-
menu Habiopenust. Jlomutanup ogobpeH st nedenns nauyentos ¢ roCI'’XC B Cesep-
Holt Amepuke u EBpomne. IIpu npueme npemnapaTta BO3HMKaIN Cepbe3Hble MOOOYHBIE

ABJICHUA, O6yC}IOBIIeHHbIe HaKOIIJIEHVIEM JTUIIOIIPOTENIOB OY€HD HU3KOM IIJIOTHOCTU
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B ITeYeH: TTOBBIIIIEHE IIeYeHOUHBIX (PePMEHTOB, )XMPOBasd MHPUIbTPALA, CTEaTO3,
¢ubpos3 nevenu. [losTomy 1edeHye TOMUTAIVIAOM JOIKHO IIPOBOAUTHCA IO CTPOTUM
HOKa3aHVAM Y IIOf TIIATeIbHBIM KOHTPO/IeM (pyHKIIMM ITedeH .

MumnomepceH — aHTUCMBICTIOBOJI OJTMTOHYKJ/ICOTU, CBA3BIBAOIINIICA C y4acT-
koM mHpopmannonnoit PHK, xopupyromeit anoB100, B pe3ynbpraTe 4ero mpouc-
XOIUT CHVKeHMe cuHTe3a anoBl00 B meyeHu. B pesynbTaTe jleueHMs CHUXKAETCA
IeYyeHOYHas U IJla3MeHHas KoHueHTpanudA ano B u ano CIII. Knuanyeckne nc-
ceoBaHMsA MuIoMepcena y 60mpHbIX ¢ ToCI'XC mpofeMOHCTpUpPOBaIU CHYDKEHUe
yposH: XC JTHII n nunonporenpa(a) Ha 25% u 31%, cOOTBeTCTBEHHO. MMIIOMepceH
pexoMeHfo0BaH K ucnonb3osaHuio B CIIIA y manuentos ¢ roCI'’XC. IIpenapar BBO-
INUTCA MIOAKOXHO 1 pa3 B Hefleo.

JanpHelmme NepcneKTMBbI

VMHKIN3MpaH — XMMUYECKN MOFU(UIVPOBAaHHAS ABYXIleNOYedHass Majas UH-
tepdepupyrommas puboHykIenHoBas Kucnora (siRNA). B remarorurax, MHK/IN3UPaH
ucnonbsyer Mexanusm PHK-mnTepdepeniium, 4To6bI HalleMUTHCS Ha MATPUIHYIO
PHK PCSK9 n samycTuThb npoliecc ee ferpajialiuy, TeM CaMbIM yBeIN4INBas peLNpKy-
nALNIO U 3Kcnpeccuio penentopos JIHII, c mocnenyromyM yBenndeHneM ero 3axpara
n ymenbinenyeM yposHa XC JIHII B kpoBu. VIHK/IM3MpaH BBOAUTCSA MOAKOXKHO /1B
pasa B rofp.

B rpynne xnimHndecknx uccnegosannit ORION 9,10,11 6bl1a HOgTBEpXKIeHA HON-
roCpoYHas runomumuaeMudeckas 3QpQGeKTUBHOCTb MKIM3MPaHA [ CIeHYIOMNX
TPYIII ITALIMEHTOB: ceMeliHas rumepxonectepuHemnsa, CC3 aTepoCKIepOTMIECKON
IpPUPOAbI ¥ SKBUBATEHTBI CEPHEYHO-COCYJUCTOTO PUCKA, TaKMe KaK CaXapHbI -
aber 2 TuIa, ceMeilHa A IUIIepXoecTepuHeMuA WK 10-IeTHUI PUCK CepAeYHO-COCy-
IMCTOTO COOBITHA Ha ypoBHe 20% vy BbIe 110 OpaMIHIeMCKOI IIKale MM SKBYUBa-
JIEHTHOI! e11. bbplsio ycTaHOB/IeHO, Ha3HaYeHMe MHKNIM3UpPaHa IPUBOAUT K CHIDKEHUIO
ypous XC JIHII y ykazaHHBIX KaTeropuii 60mpHbIX Ha 50-58%, KaK B KpaTKOCPOY-
HOI1, TaK 11 B JOJITOCPOYHOI! IepcreKTyBe. IIpoduib 6e30macHOCTY MHKIN3MpaHa Co-
HOCTAaBUM C I/Ia1e60, He OBLIO IIOTYYeHO JAHHBIX O BOSHUKHOBEHNM CIIEI[U(PUIeCKUX
Cepbe3HbIX HEXKEIATENIbHbIX AB/IEHNI, BOSHUKIINX B XOfI€ JIEYEHNA.

VIaknmusupaH uMeeT 3HAYUTENbHBIN MMOTEHLIMAT B JIEYEHUM NAIIMEHTOB C JJIC-
MUIUAEMueil 3a CY€T NPUHIUIINATBHO HOBOTO MeXaHM3Ma JeCTBUA, CYILeCTBEH-
Horo cHikeHus ypoBHs XC JIHII y pasnmn4HbIX KaTeropuit mamueHToB (ceMeitHast
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runepxonecrepuHemMus, arepocknepornyeckume CC3 u 9KBMBaNEHTHI CEPHEYHO-
COCYZIMCTOTO PUCKa), a TAK)Ke YHUKAJIBHOTO peXXMUMa fo3upoBaHus (2 pasa B rof),
4YTO 6e3yCIOBHO IOMOXKET B 3HAYUTENBHON CTENEeHM PelUTb HpobreMy HU3KOI
IPUBEPKEHHOCTY NAlIeHTOB.

Bemnenoesas KiCIoTa pefcTaBisAeT cob0il HOBbI IeKapCTBEHHBIN ITpenapar,
MeXaHM3M JIefICTBUA KOTOPOTO CBA3aH C MHIMOMPOBaHVeM GpepMeHTa aJIeHO3UHTPU-
docdar-1uTpar-11assl, KaTaausUpyollel IpeppalieH1e IUTPaTa B aleTUaKodep-
MEHT A B LIMKJIe peaKIMii CUHTe3a Xo/lecTepMHa. beMnenoesas KMCIoTa He aKTUBHA
B CKEJIETHBIX MBIIILAX ¥ IIOTOMY IIPENCTaBIAETCs NePCIEeKTUBHOM 1A MCIOIb30-
BaHM y 60JIbHBIX C HEIIEPEHOCUMOCTBIO CTATUHOB. B TpeTbeil dase paHfOMU3UPO-
BaHHOrO 1ane6o-kouTponupyemoro ruccnefosanns CLEAR (Cholesterol Lowering
via BEmpedoic acid, an ACL-Inhibiting Regimen) Serenity, B koTopoe 6b1111 BK/10-
4eHbl 345 60/IBHBIX C HEIIEPEHOCHMOCTDBIO CTATNHOB, II0Ka3aHO, YTO Ha (OHe Iple-
Ma npemnapara B fjose 180 mr yposenb XC JIHII cuusuincs Ha 21,4% yepes 12 Hefienb,
KoHIeHTpanus: C-peakTuBHOro 6Oenka yMmMeHbuMIach Ha 24,3%. IIpoduasb Geso-
MACHOCTY ¥ EPEHOCUMOCTI HeMIIefOeBOIT KUCIOTHI ObII COIIOCTaBMUM C mtarebo.
B uccnegosanun CLEAR Harmony (n = 2230) 6eMieoeBas KuclI0oTa Ha3HavaIach
nanyenTaM ¢ CC3 atepockneporuyeckoro renesa u/unm reCI'XC, y KOTOpBIX Mak-
CUMasbHas TepalyusA CTaTMHAMM He NPUBOAU/IA K TOCTVDKEHNUIO IIeNIEBbIX YPOBHEN
XC JIHII. Hasuauenne 6eMIiegoeBoil KICIOThI COMPOBOXK/ANIOCh 3HAYMMbIM CHI-
sxxerneM koruentpanuu XC JIHII Ha 16,5% B cpaBHeHNM C rpyInoii miane6o.

7.5. MeguKaMeHTO3HOe 1e4yeHne B3pocabix nanyueHTos ¢ CI'XC

[Tanuenta ¢ CI'XC Heo6x0mMMO MHPOPMUPOBATD U YOETUTH, YTO C LI€/IbI0 IPO-
GUIAKTUKY CepAeIHO-COCYAVCTBIX OCTIOKHEHUI TUTIONUINIEMUYECKYI0 TePaINIo
OH OyZieT IOy YaThb B TedeHNe BCeil )KM3HIL. PekoMeHIoBaHHBI! [e1eBoil ypoBeHb XC
JIHII gns B3pocnbix nanueHToB ¢ CI'XC, numeromux xots 651 ogHo CC3 aTepockiie-
POTMYECKOTO reHesa, COCTAB/AeT MeHee 1,4 MMOJDb/M, a [/Is B3POC/IbIX MAlMeHTOB
¢ CT'XC 6e3 3HauMMOro aTepockieposa — MeHee 1,8 MMonb/n. Bapociasim marimeH-
TaM C ycTaHOB/IeHHbIM AuarHosoM CI'’XC nmokasaHa Tepanus CTaTUHAMU B peXXIMe
BBICOKOJ MHTEHCUBHOCTH, YTO IOfjpasyMeBaeT HasHaueHMe aTOpBacTaTMHA B J03€

40-80 mr/cyrku mnmm posysactatuHa — 20-40 m/cytkm (rabn. 5). Heobxommmo
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CTPeMMTbCS K Ha3HaYEeHUI0 MaKCUMaIbHO PeKOMEH/IOBaHHBIX (COITIACHO MHCTPYK-

LUV IO IPMMEHEHNIO) VI MaKCHMaJIbHO IIePEeHOCUMBIX JI03 CTaTVHOB.

B cny4ae, ecnu HasHadeHMe CTaTMHOB B3pocnbIM NanuenTaM ¢ CI'XC nporusoro-
Ka3aHOo V/IU MMeeTCs JOKa3aHHAas HEIePEeHOCUMOCTb CTATMHOB, IIPOBOMASAT TEPAIINIO
asetumm60oM 10 mr/cyT u/vinm narnéuropom PCSKI.

OrnpeneneHne HeMePEHOCHMMOCTH CTATIHOB:

1. HemepeHOCHMMOCTb KaK MMHMMYM 2-X CTaTMHOB, OVH U3 KOTOPBIX — B MMHM-
MaJIbHOJI CTapTOBOI! [J03€, BTOPOIL — B TI00071 f03e.

2. HemepeHocHMMOCTD BBIpa)aeTCst B Pa3BUTUU NOATBEPXK/ICHHBIX MOOOYHBIX 3¢-
(eKTOB, acCOLMMPOBAHHBIX C IPUEMOM CTAaTMHOB, MU 3HAYMMOM OTKIOHEHUN
7abOPaTOPHBIX ITOKa3aTesell.

3. VicyesHoBeHMe WM YMEHblIEHMe IPOSABIeHUI MO60YHBIX addexToB Ha (oHe
YMEHbIIEHMU I 103bl CTATVHA UV IIPEKPAILeHN ero NpyeMa.

4. PasBuTtue mo604YHBIX 93¢ HEKTOB He JOHKHO ObITh 06YCIOB/IEHO TeKapCTBEHHBIMMI
B3aMIMOJIEVICTBUSIMMU.

O3etumn6d 10 mr/cyr u/mnu vHruburop PCSK9 B KOMOMHALUM CO CTaTMHAMMU
B3pocnbiM manyenTam ¢ CI'XC HasHadaeTCst B CIydae, ecnu Ha OHe IpreMa Mak-
CMMaJIbHO PEKOMEH/IOBAaHHBIX (COI/IACHO MHCTPYKIUY IO IPYMEHEHUIO) VI MaKCHU-
MaJIbHO IIepPEeHOCHMBIX NaLMeHTOM /103 cTaTnHOB yposeHb XC JIHIT ocTaercs Bbime
1,8 MMOJIB/TT IpY OTCYTCTBUY VTN BbIIe 1,4 MMOB/ TPV HATUINUY AaT€POCKIEPOTH-
geckoro CC3. Berbop mexxay azernmubom win narnéuropamu PCSK9 gomkeH mpo-
BOJUTDCS, UCXOMI A M3 HEOOXOMVIMOI JI/IS1 JOCTUKEHIA IIeJIeBOTO YPOBH A CTEIIeHY CHM-
xenusa XC JIHII, npuHuMas Bo BHUMaHue, YTO 33eTUMUO yMeHblIaeT ypoBeHb XC
JIHII npumepHo Ha 20%, a vHr16uTopsl PCSK9 - Ha 60%. [J03MpOBKM MHIMOUTOPOB
PCSK9: sponoxyma6 140 mr wiu anupokymabd 75-150 mr 1 pa3 B 2 Helie/u IOGKOX-
Ho. Vuruburopsr PCSK9 MOXHO NPUMEHATb B aMOY/IaTOPHBIX YCTIOBUAX, YCIOBUAX
CTaIYIOHapa, [JHEBHOTO CTallYOHapa (BK/II0Yas MAaLMeHTOB, HY)K/JAIOIUXCS B IIpYMe-
HeHUM MeTopa adepesa).

[TanuentaMm c goxasanunoi roCI'XC, BospacT KoTopeIx 12 jieT u 6ornee, Kax c,
TakK 1 6e3 adepesa, HazHavaeTcs 33eTUMu6 10 Mr/cyT m/mnm sponokymad 420 mr
HOJKOXKHO 1 pa3 B MecsIl JOIMOMTHUTENBHO K MAKCUMAJIbHO MOfJ06PaHHON Tepanmun
CTaTVHAaMM B ClIy4ae, ey Ha ¢oHe ux npuema yposenb XC JIHII ocraercs Bbiiue
1,8 MMOJIB/N IpM OTCYTCTBUU VM Bbllle 1,4 MMOJIB/M IIpU HaJIMIMM AT€POCKTIEPO-
tnueckux CC3 (puc. 5).
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HeMeI[]/IKaMeHTO3HOe JIeYCHME: fneTa, ¢)M3I/I‘{€CK3${ AKTUBHOCTDH

|

TIEPEHOCUMYIO TE€PANINIO CTaTMHAMMU

Hasnaunuts BPICOKOMHTEHCUBHYIO, a IIPJ HEBO3MOXXHOCTI — MaKCMMaJIbHO

|

Nmeetcs mu
HeIepeHOCUMOCTD
CTaTUHOB?

|

Hocturnyr nu
L[e7IeBOJ1 YPOBEHb
XC JIHIT?

Ila

Hasuaunrsb 93etumu6 um sBonokyma6b unu JIII-adepes nononHurensHo
WIM KaK MOHOTEPAIINIO TPV HEIIEPEHOCUMOCTY CTAaTYHOB

|

HocturnyT nu
1[e7IeBOJ1 YPOBEHb
XC JIHIT?

IIa IIponomxuTb neyeHue,
AVCIIaHCEpHOe HabMmofieH e
" peabumuranyio

Ipucoepuuuts JIHII-adepes mimu JOIOMTHNTEIBHbII K/IAcC
TUTIONUITNEMUYECKOI Tepannim: 93eTUMNO MM 9BOTyKyMad
B 3aBUCHMOCTH OT TOTO, YTO ObUIO HA3HAYEHO paHee

Ha

A A

|

HocturnyT mu

1e71eBOYl yPOBEHb
XC JIHIT?

Haszuaunts JIHII-adepes 1 TpeXKOMIIOHEHTHYIO TepaIiiio
(cTaTuH (IpM OTCYTCTBUM HETIEPEHOCHMOCTH) + 93eTUMUO + 5BOMTOKYMab)

Ha

Pucynox 5. Aneopumm neuenus comosuzomnoe CIXC
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7.6. Jleyenue peteit u nogpoctkos ¢ CI'XC

Henepoit yposenn» XC JIHII y peteit ¢ CI'’XC crapiue 10 net MeHee 3,5 MMOMb/II,
a B 6oJiee paHHeM Bo3spacTe Ha 50% OT MCXOIXHOTO YPOBHS, IPY HAJIMYUY aTePOCKIIe-
potudeckoro CC3 meHee 1,4 MMonb/N. B KauecTBe mpenaparos MepBON TMHUU [/
nedernyss CI'XC y perelt HasHAa4alOTCA CTAaTVHBI, OJOOpEHHBIe HJA KIMHUYECKOTO
IpMMEHEHN B IETCKOM Bo3spacTe. B HacTosammit MomeHT B PO n14 nedenus rumep-
xonectepunemun y jeresi ¢ reCI'’XC sapernctpupoBaHbl aTopBacTaTy ¢ 10 n1eT, cum-
BacTaTyH ¢ 10 et u dryBactaTyH ¢ 9 et. OQHAKO B Ja/lbHEIIIeM U IPYTHe CTAaTUHBI
MOTYT MOTYYUTD TOKa3aHMA IJ11 Ha3HauYeHMA B ileTcKoM BospacTe. Tak, B CIIIA un Es-
pomnerickom Corose mis nmedenns gereit ¢ CIXC 10 et ogo6peHs! CMBAcTaTHH, JIO-
BAaCTaTMH, aTOPBACTaTuH, (ryBactaTH. KpoMe Toro, mpasacrarus ofobpen B CIIIA
c 8 eT, a posyBactatut — B EBpomneitckom Corose ¢ 6 tet. Hasnaunts 93etumun6 10 mr/
cyT B KoMbOuHarum co crarunamu fetsim ¢ CIXC Heo6xopuMo, ecru Ha (OHe TIpie-
Ma MaKCUMAaJIbHO PEeKOMEH/IOBAaHHBIX (COITTACHO MHCTPYKIMM O IPMMEHEHMIO) U/IN
MAaKCYMAJIbHO IIePEHOCUMBIX IAI[EHTOM [{03 CTATUHOB He YaeTCsl JOCTUYb 0003Ha-
JeHHBIX Bblllle 1eeBbix yposHeit XC JIHIL B nacrosiee Bpems B Poccnn azetnmn6d
10 Mr/cyT 3aperncTpmpoBaH A1 edeHNs rumepxonectepuneMun y gereit ¢ reCIXC
¢ 10 net. Hasnaunts 93eTnmub 10 Mr/cyT B Busie MoHOTeparuu fetsm ¢ 10 met ¢ CIXC
IIOKA3aHO B C/Iy4ae, eC/IM IIpUeM CTaTVHOB IPOTMBOIOKA3aH MM MMEeTCs JOKa3aH-
Has HeMePeHOCUMOCTb CTaTMHOB. [leTu ¢ ycraHoBneHHbIM AuarnosoM CIXC u mx
pOnUTEeNy ZO/KHBL OBITH IPOMH(OPMUPOBAHBI O HEOOXOAVMMOCTY THUIIONUINE-
MIYECKOJI TepallMyl B TeYeHMe BCell KM3HU ¢ Lenbio npodumakrtuky passutus CC
ocnoxxHeHmit. TpeOyeTcss HPOBOAUTD Pery/IsApHBII MOHUTOPMHT pasBUTHA peOeHKa
¢ CI'XC ¢ yyacTyeM nefmaTpa u feTCKOTo KapAyosIora.

VHMumMmpoBaTh Tepanuio CTATUHAMY, HAYMHAS ¢ HU3KUX 103, KaK Y MaJIbYMKOB,
TaK I Y leBOYEK C yCTaHOB/IeHHbIM inarHo3oM reCI'XC mokasaHo c Bospacra 8 ner
U CTapllle B CIy4ae, ecIy Ha (poHe KOpPEeKIMM JUEThI M YPOBHA PU3NUeCKOI aKTUB-
Hocty XC JIHII ocTaercs Bbllle YKa3aHHBIX Iie/IeBbIX 3HaY€HNI, KaK MMHUMYM IIpU
IBYX IIOC/IEf{OBAaTEIbHBIX M3MEPEHMAX.

Ha6mionenue geteit ¢ roCI'XC [OMKHO IPOBOJUTHCS B LIEHTPaX, CHel[Mann3m-
PYIOIIUXCS Ha JeYeHUN HapyLIeHUI TUIMIHOTO 06MeHa, Tak Kak jetu ¢ roCI'XC
OTHOCATCA K IPYIIIe OYeHb BBICOKOTO PMCKa pasBUTHA paHHMX (mo 20 JeT), B TOM
yicie paTanbHBIX, CepedHO-COCYAUCTBIX OCTIOKHEHMIT, LienieBoit yposeHb XC JTHII
< 1,4 mMonb/n. Tunonunupemmndeckas tepanus y geteit ¢ roCI'XC HaumHaeTcs Kak
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MOJXHO paHbIIIE, Cpa3dy IIOCJIE€ IIOCTAHOBKYM AMAarHo3a. MHI/IHI/H/IpyeTCH MaKCUMalb-
HO II€peHOCUMAsA Te€panyusd CTaTMMHAMU B COUYETAHUNU C azeTuMu6bom 10 MI‘/CYT, pu

HeoOXORMMOCTY — 9BOJIOKyMab 420 MT HOLKOXHO 1 pa3 B Mecsl, a Takxxe adepes

JINIIONIPOTENIOB.

ITanment < 18ner ¢ reCI'XC

|

HemenykamMeHTO3HOE TedeHNe: ieTa, Gpu3ndecKas aKTUBH
NpejoTBPallieHIie KypeHus

OCTb,

!

Bospact pebenka

|

Ila PebeHok Her IIpomomKuTh
crapuue 8 1et? HeMeJJKaMEeHTO3HOe
JieyeHue,
IVCIIAHCEPHOE
HaboeHne

XC JTHII Ha done
HeMe/MKaMeHTO3HOTO JIeYeHIs

!

JocTurayT
1je/IeBOIT YPOBEHD
XC JTHIT?

Her

IIpopomxuTb neyenne,
AUCIAHCEPHOE
HabmofieHe
U peabuInTanmo

Hauvatp TUIIOTINIINEMIYECKY IO
Tepanuio CTaTMHAMU

|

Vmeercs mn Her

HeIepeHOCHMOCTD
CTaTMHOB?

—> | TIpomomxuTh Tepanuo

CTaTMHaMU

Ha

HocTurnyT mn
HasuaunTs 93eTnmn6d
JOITOJTHUTE/IbHO UJIN KaK
MOHOTepAINIO TPy
HENEPpEHOCUMOCTH CTaTHOB

XC JTHIT?

LIeTIEBOJ YPOBEHD

Ha

Pucynox 6. Anzopumm neuenus 22CI'’XC y demeil
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7.7. Adepe3 nunonporengos

Adepes muUIONpoOTENKOB — IPYIIA CETEKTUBHBIX METOJOB SKCTPAaKOPIOpab-
HOJl TeMOKOppeKIuy, o0ecredyBalolNX celeKTUBHOe U 3G deKTUBHOE yhaneHue
U3 KPOBU XOJIeCTEpMHA U aTePOTeHHBIX nunonporennos. [lepBas mpouenypa age-
pesa 6bu1a nposefieHa G. Thompson u xomneramu B 1975 rogy, KoTopble coo6mmn
O BBIPR)XEHHOM CHVXEHMM YPOBHSA XOJIECTE€PMHA, YMEHBIIEHUN aTEPOCKIEPOTH-
yecKuX O/slIeK U ucye3sHOBeHMM KcaHToM y 6onpHbIX ToCI'XC. Ha ceropusuiamii
menb adepes JIHII ocraercsa ogauM us Hambomnee apPeKTUBHBIX METOHOB CHIDKE-
HUS aTepOreHHbIX munonpoTenoB y 60nbHbix roCIXC. Ero npuMmeneHue samepisi-
eT IPOrpeccUpOBaHue aTePOCKIepO3a I MO3BOJIAET JOOUTHCS Perpeccuy KOXXHBIX
KCaHTOM, cHmxaeT ypoBerb PCSK9 y 6ompubix ¢ Tsixenoit CIXC. CormacHo peko-
meHgauusM American Society for Apheresis (2016), adepes JIHII sBnsiercs Bax-
HeJIM KOMIIOHeHTOM Tepanuu 60nbHbIX ¢ roCI'XC. Ynpasnenne FDA ogobputo
npumeHeHne adpepesa y 6onpHbix ¢ roCI'’XC npu yposue XC JIHII = 13 mmonb/n
u ¢ reCI'XC npu yposne XC JIHII > 7,8 mmonb/n unu npu Hannyuu VIBC u yposHe
XC JIHII > 5,2 mMonb/n. Vicrionb30BaHMe 3KCTPAKOPIIOPATbHBIX METONOB, COTIAc-
Ho International Panel on Management of FH, pekomengoBano 6onpubiM ¢ roCIXC
mnu reCI'’XC npu yposue XC JIHII 6onee 4,2 mmons/n, win cHmxernun XC JTHIT
MmeHee, 1eM Ha 40% Ha GoHe MaKCHMMAaIbHO TUITONUIINEEMUIECKOI Tepanun. B co-
orBercrun ¢ pekomeHpanusamyu HEART-UK (Benuko6purannsi), mokasaHueM st
nposefeHus adepesa ssasercss roCIXC npu yposae XC JIHII 6onee 9 Mmonb/n
nnu camxenne XC JTHIT meHee yem Ha 50% Ha poHe MaKCUMaIbHO TNITNICHVKA-
toweit Tepanuu. Ilpumenenne JIHII-adepesa c nenpio npeqoTBpalieHus aopTab-
Horo cTeHo3a y fieteit ¢ ToCI'XC nmokasano ¢ 6 v 7 net. C 1enpio IpefoTBpalie-
HUA pa3BUTUA a0pTaNIbHOrO cTeHo3a pu roCI'XC HeobxopyuMo IpoBOAUTD adepes
B paHHUe CPOKM 3a00JieBaHMs, B TOM 4UC/Ie y JeTell Miapuie 7 yneT. [InurenpHble
PaHIOMM3MpPOBaHHbIE KIVHMYECKNe VCCIeIOBaHNUA, ITOATBEPKAaIoNIye OM0KN-
TeJIbHOE BIMsAHME adepesa MUIIONPOTENIOB Ha HOJITOCPOYHBIN IPOTHO3, B HACTOA-
1iee BpeMs OTCYTCTBYIOT.

CymectByer 6 MeTonoB adepesa NUIONPOTENUIOB, VUCIONb3YIOMINX pasind-
Hble CBOJICTBA aTePOTEHHBIX JTUIIONPOTENIOB AJIA UX yHaleHNs U 6asupyolmuxcs
Ha PasHbIX TEXHOJIOTMAX: KacKafiHa s IIasMOPUIbTPALIUs, TUNMAHAS QUIbTpaIy,
relapyH-MHAYLIMPOBAHHASA TNPELUINUTANNA JUIONPOTENIOB, appUHHAA IIas-
MO- U FeMOCOpOLS TUIIONPOTEN0B, MMMYHOCOPOLM TMIONIPOTeNA0B. B ocHOBe
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7. JleyeHune cemeliHOI runepxonecTepuHeMum

yAaJIeHU s TUIIONPOTEU OB IIPY KaCKa{HOV Y IMITMTHON GYIIBT paL UV JIEXKUT VX pas-
Mep, IpY TellapyH-MHAYLMPOBAHHOI IPEIVIINTALMN JTUIONPOTEUOB — CIIOCO0-
HOCTbD JIMIIONPOTEN/IOB K OCAXK/IEHNIO B IPUCYTCTBUM TellapyMHA IIPY LOCTVDKEHUN
pH nnasmel ypoBHs 5,2, npyu apdUHHON M MUMMYHHOI copbunm — GpU3NKo-XxuMude-
CKMe ¥ 6MI0XMMIYecKIe CBOJICTBA all06eNKOB, BXOAAILINX B COCTAB TUIONPOTEN/IOB.
Acdepes MUIONPOTENTOB ABIAETCA «307I0THIM» CTAHAAPTOM JIeYeHNS TOMO3UTOT-
Hoit CI'’XC. Adepes naunentam c guartosom roCI'XC, HauuHas ¢ 7 T, IPOBOAAT
PeryisapHO JJINTEbHO ¢ IePUOAMYHOCTDIO 1 pa3 B 1-2 Heflenu, ec/int He yaeTcs J0-
6utbcs nenesoro yposus XC JIHII. IIposenenne adepesa nuuam ¢ reCI'XC nokasa-
HO TIpy Hanmu4um atepockneporndexoro CC3, HeocTaTouHOI 3¢ deKTUBHOCTI U/
WIM HeTIepeHOCUMOCTY MaKCYMaTbHO BO3MOKHOM MeIMKaMeHTO3HOI NI/ -CHU-
XKAIollell Tepaluy B codeTaHnu ¢ aueToir. ITox HemocTaToYHOI 3¢ HEeKTUBHOCTDIO
MeAMKaMeHTO3HO TUINMCHIKAOLIe! Tepaly IOHMMAIOT CIyJan:

- xorga y manuerto ¢ CC3, 06yC/IOBIEHHBIMI aTePOCKIEPO3OM, YPOBEHb
XC JIHIT ocTaeTcs Bbiiie 4,1 MMOJIb/I IIOCIe 6 MecCslieB MeOKaMEHTO3HO
Tepaluy B cCOYeTaHUM C JUETOIT;

- KOIfa CYI[eCTBYIOT OODBEKTUBHBIE [OKAa3aTeIbCTBA IPOTPECCUPOBAHMS
aTepoCK/Iepo3a, Ja’ke HECMOTPsI Ha JOCTIDKeHMe 0ojiee HUSKUX YPOBHeI!
XCJIHII, a Tak>ke MMEIOT MECTO PeCTE€HO3bI II0C/Ie OIepalMif HA COCYAAX VN
oIlepanyy peBacKy/IApU3aL i IPOTUBOIOKA3aHbI VIV HEBO3MOXKHBI.

Adepes nposopst B3pocisim nanuentam ¢ CC3, 00ycIOBIeHHBIMIU aT€POCKIIe-

posom npu reCI'XC B coyeTaHUM BBICOKMM YPOBHEM Tunonporenpa(a) > 60 mr/mu.
JleyeHMe DOMKHO OCYIECTBAATHCS HPOIPAMMHO AUTEABHO C MEPUOANIHOCTHIO
1 pas B 2 Hepienu. Adepes nokaszan npu reCIXC Ha poHe OTMEHBI MeINKaMEHTO3-

HOJI TMIIMJCHVDKAIOIIEe Tepauy B CBA3K C 6epeMEHHOCTBIO.
7.8. OCOOEHHOCTY TeYeH T )KEHIUH PePOAyKTUBHOIO BO3pacTa

HKenmuny ¢ CI'XC, HeobxonuMo MHPOPMIUPOBATH, YTO HAMUYME ITOTO 3a60-
JleBaHUsI CaMo IO ceOe He SIB/IAETCS MPOTUBOMOKA3AHUEM I GepeMEHHOCTH VN
rpyguoro BckapmauBauus. JKenmunuer ¢ CIXC, koTopble MIaHUPYIOT GepeMeH-
HOCTb M/ GepeMeHHBI, JO/DKHBI MIPOITH 9KCIIePTHOE 00C/IeOBaHNe KaK Y [MHe-
KOJIOTa, TaK M y Kapfuosora ¢ uenblo uckmodennusa VIBC, aopranbHOro creHosa.
JKenmmnaaMm penpoaykTuBHOro Bospacta ¢ gmarHosom CI'XC pexkomeHpmyercs
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7. JledeHne ceMeiiHol runepxonecTepuHeMmm

H0/Ib30BaTbCA HaJJeXXHBIMM METOfJaMU KOHTpalenuy (KOMOMHIPOBaHHbIE Opajlb-
Hble KOHTPALleIITVBbI, BHYyTPMMaTOYHbIE YCTPOIICTBA, 6apbepHble METOLbI) Ha pOHE
TUIONUIMAEeMIYecKoll Tepamuu. HeoOxoguMo OTMeHUTb MO0y TUIIOMUINE-
MUYECKYI0 Tepaluio He IIO3JHee, YeM 3a 3 Mecslla [0 IpeKpallleHNsA INpefoxpa-
HeHNA OT 6epeMeHHOCTM U He BO30OHOBIATDL ee IMpUeM O OKOHYaHMSA TPYFHOTO
BCKapM/IMBaHNUsA, B CIy4ae HesaIlITaHMPOBaHHOI 6epeMeHHOCTH >keHmMHe ¢ CI'XC
MOKa3aHO He3aMeMIMTeTbHO NMPEeKPATUThb NpMeM MOOBIX TUIOMUINAeMIYeCKUX
CPe[iCTB I CPOYHO IPOKOHCY/IBTMPOBATBCA CO CBOUM JleYall[uM BpadoM. B ciydae
HacTyIIeHUs 6epeMeHHOCTH y xeHIHbI ¢ TeCI’XC 1 conycTBYIONIIM aTepoKIIe-
poruueckum CC3 mnu ¢ roCI'XC nposogutcs JIIT agepes Bo BpeMst Bcero mepuona
6epeMeHHOCTM U rpyfHOro BckapMausaHusa. JKenmunuam ¢ roCIXC, sxenmaonnm
3abepeMeHeTDb, TOKHO ObITb PEeKOMEHJOBAHO TIAaTeNbHOe 0OC/IeOBaHUE C IIO-
CTIe[YIOLIMM pellleHreM BOIIpoca O MOTEHI[MaIbHbIX PUCKaX [ OyAylieil MaTepn
u nnopa. JKenmuuam ¢ CI'XC B KauecTBe MeTOfja KOHTPALEIIUI PeKOMEH/[YeTCs
IPVYMEHATD Opa/ibHble KOHTPALleIITUBEI, COfeprKalljiie 3CTPOreH B MaJIbIX f0o3aX. Bo
BpeMs1 6epeMEHHOCTY U B IIEPHOJ, IAKTALINM HE PEKOMEHAYETCs IPUHIMATD CTaTH-
HBI 1 IpyT¥ie TUIIONIMINAEeMIYecKie CpefiCTBa 13-3a X BO3MOXKHOT'O TEPATOT€HHOTO
mericTBus. CriefyeT UMeTb B BUAY, YTO B TeUeHUe (PUSMOIOTMYECKY IPOTEKAIOLIel
6epemennoctu ypoBHu XC u TT HOBBILIAIOTCS, YTO CBSA3AHO C AEICTBYEM 3CTPOreHa
U [IPOTeCTePOHA Ha MeTab0/MM3M MUIIOIpoTerKoB. OfHAKO 3TO HOBbILIEHE SB/ISETCS
($U3NOIOrMYeCKUM U He COIPSKEHO C PUCKOM CepPAeYHO-COCYANCTBIX OC/IOXHEHNIL.

Heo6xopnmo nomuuTs, 4t0 roCIXC siBsieTcst 3ab0neBaHmeM, KOTOpOe Hpefi-
CTaBJIAET yTpO3y A/l MaTepy M IJIOAA. DKCIePUMEHTDI Ha )KMBOTHBIX ¥ KIMHIYe-
CKJe MCC/IefOBaHM TI0Ka3all, YTO BBICOKNUI YPOBEHb MaTePMHCKOTO XO/IeCTepMHA
HOPUBOAUT K HEJOCTATOYHOCTYM MAaTOYHO-IIALIEHTAPHOTO KPOBOOOpAIleHMs, 4TO
YBe/IMUYMBAET PUCK TAaKMX OC/IOKHEHMI IJIs MaTepy U IIOAA, KaK 3afjepXKKa pasBu-

TUA IJI0[QA, IIPE3KJIAMIICUA VI IPEXXTEBPEMEHHBIE PO BI.
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8. MpochunakTvka pa3BUTUS aTEPOCKIEPO3a U EFO OCOKHEHUI

8. [IpopmmakTuka pa3BUTHS aTePOCKIEpPO3a
M €ro OCIOKHEeHUN

C penpo mpodMIaKTUKY PasBUTKS aTepockieposa mauuentam ¢ CI'XC, BHe
3aBUCUMOCTU OT Hammums uau orcyTcTeus CC3, Heo6XOAMMO KOPPeKTMPOBaTb
BO3JIelICTBIE TaKUX (PaKTOPOB PUCKaA aTepOCKIepo3a, kak A, kypenue, C]I, moBbI-
meHHbI ypoBeHb TT (> 1,7 mmonb/m), Huskuit yposeHb XC JIBIT (< 1,0 MMonb/n
y MY>X4MH 1 < 1,2 MMONb/1 y XXeHIMH), oxupenue. Jledenne Al u CIl y nanyeHToB
¢ CI'’XC npoBoAuTh B COOTBETCTBUM C YTBEPKAEHHBIMY KIMHUYECKUMIU PEKOMEH-
manuamu. Heo6xonumo koHCyapTupoBarh nanueHTos ¢ CI'XC u oxxnpeHnem un/nimn
MHCY/IMHOPE3MICTEHTHOCTBIO 110 BOIIPOCAM CHIMKEHMA MACChl Tella M pacUIMpeHns
aspo6HOI (PUSNUECKOIT AKTUBHOCTU. PeKOMeHAyeTCsl Ha3HAaYeHMe alleTUICATUIIN-
nosoit kucnorsl nanueHTaM ¢ CI'’XC c arepockneporndeckumy CC3 ¢ 11e/1bl0 CHU-

JKeHI PUCKA CepPfieYHO-COCYAMUCTBIX OCTOKHEHMIL.
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9. Peabunutaums

9. PeaOmnurannsg

ITokasaHo, YTO A/A HOCTVDKEHUs ycIleXa B peajyusallyyi MepOIpPUATHUIL 110 pe-
abymuranyy manyeHta ¢ CI'XC (¢pmsmyeckas aKTHMBHOCTDb, 3[OPOBOe IIMTaHUeE
Y IPUBEP>KEHHOCTD K JIEYeHNI0) K/TIOUEBYIO PO/Ib UTPAIOT COLMAIbHbIe YCTAHOBKY
JIMYHOCTY, a He OCO3HaHMe cepbe3HOCTH 3aboneBanns. Heobxonuma kappnopeabu-
nutanus nanyuedTaM ¢ CI'XC ¢ mepeHeceHHBIM CephedHO-COCYAUCTEIM COOBITIIEM
(MM, ocTpoe HapylleHNe MO3STOBOTO KpOBOOOpalljeH s, OIlepaLisi peBacKyIsapu-
sauuy u 1p.). Kapouopeabunuraius — 3T0 CKOOPAMHMPOBAHHOE MHOTOIpaHHOE
BMeIIAaTebCTBO, HAIPABIeHHOE Ha O TUMM3ALNI0 (PM31MIeCKOro, ICHXOMTOTMYeCKO-
O U cOnyaabHOro GyHKuMOHMpoBauus nannentToB ¢ CC3, TOMOTHUTENBHO K CTa-
Ounusanuy, 3aMeiIeHNI0 IPOTPecCUPOBAHM U faXke OOPAaTHOMY PasBUTUIO aTe-
POCKIEPOTUIECKOTO IIPOLiecca, U BCIEACTBIE 9TOTO, CHIDKaIlee 3a60/1eBaeMOCTb
U CMepTHOCTh. HeoTheMeMolt 4acThio peabuanTannm sABaseTCs BTOPUIHAS IIPO-
¢umakTuka. BMecte oHM BKIIOYAIOT B ce6s1 arpeccUBHOe yIIpaBjIeHMe GpaKTopamm
pucka (runepnunugemusi, AT, ns6srrounsiit Bec u oxupenne, CII, KypeHue u ap.),
¢busmIecKyo peabumInTanuio, ICUXOTOrMYeCKY0 afaNTALMI0 K HATNINIO XPOHU-
YeCKOTO0 3a007IEBAHMSI ¥ KOHTPOJIb 32 HAIEXKAIMM IIPMEMOM KapAMOIPOTEKTUBHBIX
IperapaTos, YIyYUIAIMX IPOTHO3 ManyueHToB. Y nanyueHToB ¢ CI'XC nepen Hava-
JIOM BBITIOJTHEHVSI TF000U IPOrpaMMBbl (PU3MIECKMX YIIPa>KHEHWIT OLfeHKa KapAyaib-
Hol pyHK1mK (9nekTpokappuorpamma (OKI'), asxokappuorpaduis, Harpy304HBIiL TECT
C LIe/IBI0 VICK/TIOYEHN S CKPBITON MIeMMY MIMOKapAa, a0pTaIbHOTO CTeHo3a. [lanyeH-
taM ¢ CI'’XC HeoOX0IMO KOHCY/IBTMPOBaHMe IICUXOJIOra MIN Bpada-IICUXOTepaIeB-
Ta. [loctanoBka muarsosza CI'’XC MOKeT MOBAMATH Ha IICUXOCOILIMAIbHOE COCTOSHIE
Y Ka9eCTBO XKVM3HY Ye/IOBEKa, B CBA3M C YeM IICUXOJIOTYecKas MOieP>KKa IMaIlIeHTOB
¢ CI'’XC pomxHa 6bITh YacTbio pyTHHHON nomoumy mannentaM ¢ CI’XC. Ocobenno
3T0 oTHOCKUTCA K mauyeHTaM ¢ roCI'’XC, ¢ TsokenbIM TedeHneM reCI'XC, manueHTam,
HONMyYaloLyM JledeHye TepaneBTudeckuM adepesom. Ilarmyentsr ¢ CI'XC, nonyya-
IoLIe pery/sapHoe edeHe adepe3oM, COOOIAI0T, YTO UX OOIe3HD TIOB/MIA HA UX
CeMEJHYIO U COLMANbHYIO XXU3Hb, B YaCTHOCTH, O0JIe3Hb OTPaHMYNIA UX B IIOTyde-
HUJ TIOTTHOLIEHHOTO 06pa3oBaHus, B Bbibope mpodeccun. OHM YyBCTBYIOT cebs1 OT-
JVYHBIMU OT SPYTUX, <HOPMa/TbHBIX», JIIOJElL, @ HEKOTOPBIE CTBIAATCS CBOEN 60Ie3HN
U TIBITAIOTCSI CKPBITD ee. [Ipo6/eMBbl 3CTETHIECKOTO XapaKTepa, HeOMPeeIeHHOCTD
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9. Peabunutaumns

OTHOCUTEJIBHO [JajIbHEJIIero pasBUTUA 3a00jieBaHMs IPOBOLMPYIOT SMOLMOHAIIb-
HYIO U3OJIALVIO M YCYI'YOIAIOT ICUXOMOrMYecKyie TPO6IeMbl NAlMEeHTOB C TSAXKeIbIM
teyennem CI'’XC.

[MTanuentsi c reCI'XC, He cTpafjaromyie KAKMMU-INO0 FPYyTUMY 3a00/IeBaHUAMI,
OOBIYHO CUMTAIOT Ce0s1 3MOPOBBIMM TIOfIbMY, OFHAKO B Psfie CIy4aeB MOTYT UCIIBI-
TBIBAaTh IIPOOJIEMBI, CBSI3aHHBIE C PEIY/ISAPHBIM IPMEeMOM IpernapaToB, Y YyBCTBO
BUHBI, KOTJJa OHJ He COOTIIONAI0T PeKOMEH/ALMY 110 JIeYeHIIO, TPV 3TOM, COIIACHO
PaHAOMM3UPOBAaHHOMY UCCIeJOBAaHNUIO, YPOBEHD TPEBOXKHOCTY U JENPeccui y HUX
He orTnnyaercs ot auy 6e3 CI'XC. ITogasnsmoee yncio nannuertos ¢ CI'XC npep-

IIOYUTAKT 3HATH O CBOEM JIMMATHO3E.
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10. AncnaHcepHoe HabnogeHne

10. InciancepHoe HaOMIOeHIE

Ins panHero BoiabneHusa CIXC He06X0[MMO IPOBORANUTD aKTUBHBIN CKPUHUHT
cpeny B3pocCnbIX u fietelt. Heo6xomumo BBIABIATH muLl ¢ BhipakeHHoit ['XC, B Tu.
IpY IIPOBEJIEHNM JUCIIAHCEPU3ALMI M/U/IU IUL C PAHHUM VHAMBYU/YaTbHBIM MU/IN
cemeltHbIM aHaMHe30M CC3 (7o 55 neT y My»4uH u 60 7eT y KeHIUH), KCAaHTO-
MaTOo30M C JJa/IbHEeMIIVM UX HallpaBleHNeM K CIelManuCTaM, MMEIOIUM OIBIT pa-
6oter ¢ manuentamu ¢ CIXC. Heobxonumo mpoBeieHNe KacKaJHOTO CKPUHMHIA
poncrBenHukoB manyenta ¢ CI’XC. YaursiBas ToT (akT, YTO B OCHOBe 3ab60/eBa-
HuA CI'’XC ne>xxnT reHeTyecKoe HapylleHue, Ha CerOfHALTHNI IeHb He CYIeCTByeT
IpodUIAKTUYECKUX Mep, CIOCOOHBIX mpegoTBparuth passutue CI'XC. OpHaxo,
IpUHUMas BO BHMMaHMe JiuTenbHoe 6eccumnroMHoe TedeHne CIXC, BaXHBIM
IpefCcTaB/IAeTC S paHHee BbIsIB/ICHNe 3a60/IeBaHI C Leblo Koppekunyu ypoBHs XC
JIHIT u npodunaktuku passurus CC3.

[MauuenTts ¢ CI'XC omKHbBL HAOMIOAATHCSA BPaYOM-TePAIIEBTOM/IEAUATPOM VTN
BpauoM Kappuonorom. Heo6xonnmo npoBOANTh, KAK MUHUMYM JIB€ KOHCY/IbTALlUN
Bpava-Kappuosora (1 mepsuyHas u 1 IOBTOpHAs KOHCY/IbTAaLN s Bpadya-KapAuoIora)
B TOf C menblio oueHku coctosgHuA CC cucteMsl u KoHTponA passutus CC3. IIpu
nop6ope Wy KOPPEeKIUY TUIONINAEMITYeCKOI TePAIINy KONMIIeCTBO KOHCY/IbTa-
Uil MO>XeT OBITh yBemu4ueHo. KoHcynbralusa Bpada-KapAMoIora BKII0YaeT B cebs
orpoc, c60p ceMeTHOTO aHaMHe3a, PU3UKANbHBIIT 0CMOTP, n3Mepenne All, ompe-
TerneHue MHAEKCa MacChl Teqa, M3MepeHye OKPY>KHOCTY TaINy, KOHCY/IbTUPOBaHNe
IO BOIIPOCaM KypeHIs, XapaKTepa NuTaHuA U ¢pusnudeckoi aktuBHocTu. Ilpu mo-
BTOPHOI KOHCY/IbTaLlMM IPOBOJITCS MHTEPIIPeTallMsl pe3y/IbTaToB 00C/IeJOBaHNA,
OlleHKa IPOBOJMMOII Tepanuy, Ha3HadeHre/KoppeKuus (Ipu He0OXOXMMOCTH) TH-
nonunupeMudeckoii repamnun. C 1enpio oleHKN 3P GeKTUBHOCTU TUIOTUIIULEMU-
yeckoit Tepanuy nanuenTaM ¢ CI'XC onpenenenne yposusa OXC, XC JIHII, XC JIBIT
u TT npoBopuTh Yepes 8 +4 Hefle/In OC/Ie HA3HAYEHMA/KOPPEKLMY Tepalnl, jajee,
noce mopdopa Tepanuy, 1 pas B rofl. YpoBeHb IUMIMIHbBIX TOKa3aTesNeil HeoOXomu-
MO OLIEHVBATb C /b0 3P PEeKTUBHOCTYU MIPOBOAMUMOI KaK MeIMKaMEeHTO3HOI, TaK
¥ HeMeJVKaMeHTO3HOJ TUIONMUNIUAEeMIYecKol Tepanun. Tak ke ¢ IIe/blo OLeHKN
HepeHOCUMOCTY TUIIONUNNieMuyeckoil Tepanuy nanuentaM ¢ CI'XC oneHuBaTh
ypoBeHb AJIT 1 pas B rof. Ecnu yposenb AJIT mpesblllaeT HOPMY, HO MeHbIlIe
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10. AucnaHcepHoe HabnogeHne

3 BepXHMX I'PaHNUL] HOPMBI, TO CTIEAYeT IIPOO/DKUTD IPOBOAVMYIO TUIIO/INIINIEMU-
4eCKyl0 Tepamuio 1 4epes 4—6 Hefle/lb IPOBECTU TOBTOPHOE UCC/IE0BaHIE YPOB-
Hs AJIT. Ecnmu yposenp AJIT mpeBblllaeT BepXHIOI TPaHNUIy HOPMBI B 3 pasa, TO
HeOOXORVMMO IPEeKpPaTUTh IIpUeM CTaTUHa (MM APYroro TUNOTUIINUAEMUYECKOro
IperapaTa, Ha YCMOTpPeHUe Bpadya) VI CHUSUTD O3y NPMHUMAEMbIX TMIIOMUIIN-
JAeMMYeCKMX IIpeIapaToB, IPOKOHTponupoBaB ypoeHb AJIT uepes 4-6Hefens.
ITocne Bosppamenns ypoBHa AJIT xk HOpMe cllefiyeT C OCTOPOXKHOCTBIO BEPHYTh-
cs K IpexxHeMy pexxumy nedeHns. Ecium yposerb AJIT ocTaeTcA NMOBBIIIEHHBIM,
MpOBEpUTH pyTue Bo3MokHble mpuuuHbl. [Taunentam ¢ CI'’XC, npuHMMa0MUM
TUIIONIUIINJEMUYECKYIO T€PANNIo, IPY BOSHMKHOBEHMY MBIIIEYHBIX CUMIITOMOB
HeobxonuMa oljeHKa yposH:a KOK. Heobxonymo npu HabmofeHNM 3a HallieHTaM1
¢ CI'XC exxerofHo Npy IepBMYHOM OCMOTPE PacCIpalIMBaTh O JMATHOCTMPOBAH-
HBIX C MOMEHTA [TOC/Ie[IHETO BU3IUTA CONYTCTBYIOLUX 3a00/TeBaHUAX M COCTOSHISX,
MOTEHIMa/IbHO BbI3bIBAIOIMX BTOPUYHYIO IUIEPIUIINIEMUIO, 3 TAK)KE VICK/II0YATh
IDaHHBIE COCTOSHMS TPy cOope Kanod, aHaMHe3a U PU3UKaIbHOM ocMoTpe. s
OLIEHKM APYTUX OMOXMMUYECKNX (PAKTOPOB CEPAEUHO-COCYAUCTOrO PHUCKA MAIIEH-
taM ¢ CI'XC HeoOXOAIMO eXXEeroHO ONPeNeATh YPOBEHb [TIOKO3bI 1 KpeaTMHUHA
¢ pacuetoM cKopoctu Kiryboukoit punsrparyu. [Tannentam ¢ CIXC gomxHa mpo-
BOIOUTBCA 3XOKappmorpadusa 1 pa3 B 5 jIeT NPy OTCYTCTBUM aOPTaIbHOIO CTEHO-
3a WJIM Haya/JIbHOM a0pTa/bHOM CT€HO3e, 1 pas B rofi — IpM YMEPEHHOM CTEHO3E,
1 pas B 6 MecsLeB — IPU TAXKETIOM A0PTA/ILHOM CTEHO3€, C L[€/IbI0 KOHTPOJIA CTeTleHN
CTeHO3a B JUHAMMUKE I, IPY He0OXOAUMOCTH, OIIpeie/IeHN I IOKa3aHUIT K XMPYPIu-
yecKoMy sledeHuIo. BapocnbiM nmanyenTaMm ¢ CI'XC 6e3 ycranosnenHnoit VIBC 1 pa3s
B TOf] CJIeAyeT IPOBOAUTD OL[EHKY IIPETeCTOBON BEPOATHOCTH C pellleHVeM BOIIPO-
ca 0 HeoOXOMOCT IIPOBEMIeHM I ¥ METOfie HAIPY304HOI'0 TeCTUpOoBaHuUA. MeTox
uccnepgoBanua (OKI-Harpy3ouHbIil TeCT, BU3YaIU3UPYIOWINIT Harpy304HbIN TecT,
cuMHTUIpaduA C HarpysKoil, KOMIIBIOTepHasd ToMOrpadusa KOPOHApHBIX apTepuil
U ip.) OIIpefesieTCsA MCXOM A U3 OKa3aHMIi (C y4eTOM KIIMHUYeCKOI KapTHUHBI U pe-
3yIBTaTOB IpeTecToBOl BepossTHOCTU VIBC) 1 Bo3MO>KHOCTel! LieHTpa. Bapocibim
nanuenTaM ¢ CI'XC BbIONHsAETCA IyTIEKCHOE CKaHMPOBaHue OpaxmoledanbHbIX
aptepuit 1 pas B 2 rofia npu creHose meHee 50%, 1 pas B rop — npu crenose 50%
u 6ornee, 1 pa3 B 6 MecsAleB — IPU HATUIMY HECTAOVIIBHBIX aT€POCKIEPOTUYECKUX
Onsmrex. IIpy HamMumMm aTepOCKIEPOTUYECKON ONALIKY, CTEHO3UPYIOLIEH Ipo-
CBeT COHHOII apTepun Ha 50% 1 6onee, MM HeCTaOMIBHOI ONMALIKY HEOOXOAMMO
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OLICHNUTDb Ha/IM4Me II0Ka3aHMIl IS XUPYPrUYecKoro JedeHu s, Ipy HeOOXOUMOCTH
PeKOMEH0BaTh KOHCYNIbTalMIO cepiedHO-cocyaucToro xupypra. Jeram c reCI'’XC
IYIUIeKCHOe CKaHMpOBaHMe OpaxyonedanbHbIX apTepuil AIA OLeHKYU CyOKIMHMU-
YeCKOTO aTepOCKjIepo3a IPOBOAUTCA C Bo3pacTa 10 j1leT MCXOHO NMPpU BHIABIEHUN
CI'’XC un panee xa>xpable 4 rofa (Ipy IpoBefeHNN TUIOMUIINAEMIIECKOI! Tepanmn)
WIN Kaxble 2 rofa (IpyM OTCYTCTBUM IO KaKMM-TMO60 HMPUYMHAM TMIIONUIINUJIE-
MUYECKOJ Tepaluy UM BbIABIEHUM aTEPOCK/IEPO3a NP IEPBOM MCCIElOBAaHUNI
aprepuii). Jetsim ¢ roCI'XC mokasaHO exerogHoe IpoBefieHMe NYIIEKCHOTO CKa-
HUpOBaHUA 6paxyonedaaTbHbIX apTepuil C LeNbI0 BBIABIECHN U OLIEHKY IPOTpec-
CMPOBaHUS aTepOCK/Iepo3a, NP HAMTMYUU HECTAOMIbHBIX aTePOCKIEPOTUYECKUX
Onsimek — 1 pas B 6 mecsau. Becem kypsmum manuentam ¢ CIXC u manueHTam
¢ CI'XC, nmeroImuM >kanobbl Ha IIepeMeKaloIIyI0Cs XPOMOTY, eXXeTOIHOe OIIpefierie-
HII€ JIObDKEYHO-IIJIeueBOoro nHpeKkca. Ilpu napexce < 0,9 pekoMeHpyeTcs nposeie-
HII€ YIITIEKCHOTO CKAHMPOBAaHMA apTePUIl HYDKHMUX KOHEYHOCTe. BceM manmenTamMm
¢ CI'XC pymnekcHOe CKaHMPOBAHME apTepuil HYDKHUX KOHEYHOCTEN IPOBOJUTCS
1 pas B 2 ropa npu cTeHo3e MeHee 50%, 1 pas B rog — mpu crenose 50% u 6oree, 1 pas
B 6 MeCsL[eB — IIPY HATMIMM HECTAOM/IBHBIX aTePOCKIepOTIIecKux O/siuek. [Toka-
3aHO KOHCY/IbTMPOBaHNMe XMPYProM IpY HaIMYMM 3HAYMMBIX CTEHO30B apTepuii,
aopTa/ybHOrO cTeHo3a. He pexxe 0ZHOTrO pasa B o Hafo 0OCY>KAATH C KEHIIMHAMMN
IETOPOJHOrO BO3PACTa PUCKY /IS IIOAA Ipu GepeMeHHOCT Ha (poHe rUIonunu-
TeMIYEeCKON IEKapCTBEeHHOM Tepanuu. [IokasaHO 1CNIONTb30BaHME HAaZle)KHBIX METO-
TI0B KOHTPAaLIeNINY XKEHIMHAMU IETOPOTHOTO BO3PaCTa, MONYy YAl MY TUTIONN-

MUIAEMNYIECKYIO TIEKAPCTBEHHYIO TEPAIINIO.
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11. Knuan4yeckuii cnydan

bonbuas C., 30 net, HanpasieHa B PI'BY «HanuonanbHblit MEAULIVHCKAI UC-
ClefloBaTeNIbCKUI LeHTp Kappuonorum» MmunsgapaBa Poccuy 13 NOMMKIMHUKYI
0 MeCTy XUTeNbCTBa. Pognmach B JloHeLKOl 06/1acTy eIMHCTBEHHBIM peOeHKOM
B ceMbe. Orel] Tparmdecky noru6 B 40 jeT, MaTh IPaKTUYECKU 3J0OPOBA, HO He 06-
cefioBanach paHee, 6adyIka o MaTepUHCKON IMHUM B 65 JIeT IepeHecna NHQpapKT
Muokappa. C mepBoro rofa >KusHu y 601bHOI ObI1M 06HAPY>KeHbI KCAHTOMBI B SITO-
IVMYHOI 0671acTH, C 3 JIeT OSBU/INCH KCAHTOMbI aXMJITIOBBIX CYXOXWINIA, B 06/1acTH
KOJIEHHBIX U JIOKTEBBIX CYCTAaBOB, KMCTell PyK. B 4 rofja B MOMMKIMHUKE 110 MECTY
JKUTE/NIbCTBA BbIAB/IEHO 3HA4YNMTeNbHOE MoBbleHMe KoHUeHTpauuyu OXC kpoBu
1o 19 mMonb/n. JledeHre TUIONMINAEMUYECKMIMY IIpeNapaTaMi He IIPOBOAUIOCD,
OJTHAKO MaTh OTPaHMYMBa/a KOMMYECTBO KMBOTHBIX XIPOB B NIMILEBOM PaIlJOHE.
3a cyeT pocTa KCAHTOM BO3HUK/IV OTPAaHMYEHUE MOABYDKHOCTU U 6O/IE3HEHHOCTD
IpY OBVKEHMM TA/IblieB KMCTEN U CTOI, KOJIEHHBIX M JIOKTE€BBIX CyCTaBOB, HEOf-
HOKPATHO IIPOBOLMIOCH XUPYPIUYeCKOe MCCedeHMe KCAHTOM B OOIAacTM JIOKTe-
BBIX CYCTaBOB M aXVJ/IJIOBBIX CYXOXKWINIA. B Tedyenue mocnemnux 5 neT Heperynap-
HO NPVMHUMAJIa CUMBACTATUH M aTOPBACTATUH B O0OBIYHBIX Ho3upoBkax. C 20 et
HOSIBU/INCH GO/IN 32 TPYAVHON NpK OOBIYHBIX (U3MIECKUX HArpysKax. B reueHue
2014r. oTMeTHIA yYalleHME U YBEIMYEHME IPOMO/KATEIBHOCTI IPUCTYIIOB CTEHO-
KapAMM CO CHYDKEHMeM IIePeHOCUMOCTH PU3NYeCKIX HaTPY30K, BOZHMKIIA IOTPeo-
HOCTb B IPMMEHEHNY HUTpornuepnHa. IToce 3aTA>XHOro aHTMHO3HOTO IPUCTYyIIa
7.10.2014r. Opl/Ta TOCIMTAIU3NPOBAHA B OfHY M3 MOCKOBCKMX OOJIBHMII, Te OBLT
muarHoctupoBaH VIM nepenHe-60K0BOII Tokanusanuu 6e3 nogbeMa cermenTa ST.
ITpu xopoHaporpadumu 61710 BbIABIEHO AU DY3HOE TOpaXKeHUe BCEX MarucTpab-
HBIX apTepuil ¥ BeTBell BTOPOTO IOpAfKa CO CTEHO3aMU IO AUAMEeTPy apTepuit
1o 60-90% 1 OKK/II03MA IPaBOii KOPOHAPHOI apTepuu, MHAEKC Syntax 56. B crauu-
OHape HayaTa Tepanusd Tukarpenopom 180 Mr, amerunacanuuuaIoBon Kucnoron 100
MT, pO3yBacTaTMHOM 20 MT, 6MCOIIPOIONIOM 2,5 MT, IOC/Ie BBIITUCKM COXPaHSINCD
HPUCTYIIB CTEHOKAPAVY IIPY YMEPEHHBIX GU3MYECKUX HATPy3Kax.

Iocrynuna B8 HMUI xapauonorun 19.11.2014 1. B yAOBIeTBOPUTENTBHOM CO-
CTOSIHMM, IIPY OCMOTpPE€ HOPMAJIbHOTO TENOCIOXEeHUsA, POCT 153 cM, Bec 54 Kr.
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O6pamaor Ha cebs BHMMaHUe CYXOXVJIbHbIe KCAaHTOMBI pasrubareneil KUCTU
¥ IVTOCKYIe KCAHTOMBI ME>KIa/IbLIeBBIX IIPOMEXYTKOB (puc. 7), TyOepOo3Hble KCAHTO-
MBI B 00JIaCTH JIOKTEBBIX (pUC. 8) U KOJIEHHBIX CYCTaBOB, KCAHTOMBI 000MX aXUJI/IO-
BBIX CYXOXMnnit (puc. 9), kcaHTena3Ma nepuopbuTaapbHoi obmactu cinesa (puc. 10),
MMIMpHasA gyra porosuisl (puc. 11). Hap o6macTbio cepauia M KPYIHBIMM COCYaMM
mymbl He BpicnymnBawTcsa, YCC 56 B munyTy, AJl 110/70 MM pT. CT., HapyIIeHU
pPUTMa cepflla U MPU3HAKOB HETOCTATOYHOCTY KPOBOOOpAIeHN HEeT, IyIbCcalus
Ha IIOBEPXHOCTHBIX apTepMsAX CTOI COXpaHeHa. B 6MOXMMMYeCKOM aHanm3e Kpo-
BU, Ha QoHe posyBactaruHa 20 Mr KoHIeHTpauus OXC - 17,95 MMO/b/11, ypOBeHb
TT - 1,28 mmons/n, XC JIBII - 0,70 mmons/n, XC JIHII - 16,58 MMOb/M, TUIIOIPO-
tenp(a) — 190 mr/an (tabnuna 6). Ilpu peructpanuu IKI B mokoe u B TedeHe CYTOK
UIIeMNYEeCKMX M3MEHEHMII, HapyIleHuil puTMa cepflia He 3aperucTpuposano. Ilo
TaHHBIM 3XOKapauorpadum aopTa yIIOoTHEHa, KaMepbl CEpAlia He pacIiMpeHsl, Ha-
PYLLUIEHMIT TOKATBHOI U TT06aTbHON COKPATUMOCTY HET, Ka/lbI[MHO3 CTBOPOK aop-
TaJIbHOTO KJ/IallaHa C ABJIEHUAMM HEeOCTAaTOYHOCTM 2-3 crenenu. IIpu pynnexcaoMm
CKaHMPOBAHUM BBISIBJIEHBI aT€POCKIEPOTHYECKME OJIAIIKM CO CTEHO3MPOBAHMEM
IPaBOIl MOAK/IIOYNYHOI apTepuu 5o 60%, 001 uX ¥ BHYTPEHHIX COHHBIX apTePUIt,
IpaBoil TT03BOHOYHOI apTepun fo 50%. ITo 3aBepiiennu ob6caenoBaHms ObLT Ha-
3Ha4YeH aTopBacTaTUH 80 MT B CYTKH, 3aTeM IIprCOeANHeH a3eTuMub 10 mr (tabi.5).
Ha MaxkcuManpHON I'MIONMINAEMITIECKOil Tepanuu oTMedeHo cHipkeHne XC JTHIT
7o 11 MMOMbB/NI, YPOBHI I€Y€HOYHBIX TPAaHCAMMHA3 U KPeaTVHKMHA3bl COXpaHA-
JIACH B IIpeJielaX HOPMa/IbHBIX 3HAUCHMIT. YUNUTBIBAsI CTAOMIN3ALMIO CTEHOKAPIAN
Ha YpOBHe 2 (pyHKIMOHA/JIBHOTO KJ/Iacca, OT IPOBeleHNs OIlepalyyi KOPOHApHOro
IIYHTUPOBaHMSA OBUIO pelleHO Bo3iepxKaTbcA. [Jna obcmenoBaHusa ObIIN IpUIIa-
IIeHbI MaTb 58 et 1 Koub 10 eT. IIpu ocMoTpe KaKuX-1160 0cOOEHHOCTEN! He BBIAB-
neHo. Y matepu konteHTpanusa OXC kposu - 10,4 mmons/n, XC JTHII - 8,3 mmons/n,
nunonpoteus(a) — 21 mr/mn, y gogepu OXC - 8,6 mmons/n, XC JIHII - 7,0 MmMonb/11,
nmunomnporens(a) — 76 mr/m.

Takum 06pasoM, Ha OCHOBaHMM HaaW4MA KpaliHe BBICOKOJ KOHI[EHTpAaI[UN
XC JIHII, xcaHTOM, TMIOUIHON AYTY POTOBUIIBI ¥ >KeHIIMHBI 30 /IeT, Tunepannuge-
MU Y MaTepy U NOYEPH, TO3BONIMIY HAM CENaTh 3aK/I0Y€eHNE, YTO B JAHHOM CITy-
yae umeeT MecTo ToCI'XC ¢ pasBUTIEM CTEHO3MPYIOIIETO AaT€POCKIEPO3a KOPOHAP-

HBIX apTepuii 1 VIM B MomofoM Bo3pacre.
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Tabmuua 6. JunamMuka TunugoB KpoBu 60nbHOI C. Ha pone
TUIOTUIIMIEMITYECKOI TePATINIL.

PosyBacratun ATopBacTaTuH AropBactaTtuH 80 Mr +
Tepanusa
20 Mr 80 Mr 33eTumMnod 10 mr

IlaTa ncciemoBaHUA 20.11.14 15.12.14 21.01.14
OXC, mmonb/n 17,95 13,56 12,64
XC JIHII, mmons/n 16,58 12,41 11,57
XC JIBII, Mmmonb/n 0,70 0,79 0,66
TT, MmMonb/n 1,28 0,99 0,91
JInmonpotenp(a), 190 155 158
M/

Ycnosuble 06o3nadenus: OXC - o6muit xonecrepus, XC JTHII - xonecTepyuH MUIONPOTENIOB HUSKOI
nnotHOCTH, XC JIBIT - X0/mecTepnH MTMIONpPOTEN0B BEICOKOM INOTHOCTH, TT' — Tpurmmmepupsr.

Pucyuox 7. nyO)lcu/leble Kcanmombl pa32u6ameﬂeﬁ Kucmu U niocKue KxCaHmombl
MEHNANLYUEBHIX NPOMENLYMKOB.
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Pucynox 8. Tybepostvie Kcanmomot HA paseubamenvHoOil N0OBEPXHOCMIL IOKMAL.
ITocneonepavuonnoie py6yvt Kax cnedcmeue HEOOHOKPAMHO20 XUPYPIUUECKO20 UCCEUEHUS
KCAHMOM.

Pucynox 9. Kcanmomot 060Ux axunnosvix CyXomunui.
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Pucynox 11. J/lunudHas 0yza pozosuypL.
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Vndopmanns njia nanuenTa

CEMENHA TUIIEPXO/TECTEPYIHEMI A

Yro Takoe runepxonecTepuHeMMA?

CeMeitHasi TUIIEPXONECTEPMHEMNUA — 3TO HACTE[CTBEHHOe 3abojeBaHMe, IPH
KOTOPOM T'€HETUYECKOE TIOBPEXEHME AB/AETCA IPUYMHON BBICOKOTO YPOBHS XO-
JiecTepyHa KPOBM U IlepeflaeTCA U3 IIOKONIEHMA B IIOKOJIEHE, MHOTJa BO3MOYKHA TIe-
penaua 3abomeBaHusA Yepes MOKOMeHNMe. [MIepxonecTepyHeMust O3HaYaeT BBICOKMIT
XO/IeCTepMH KpOBU. THII X0mecTepyHa, KOTOPbIII CHEIM(pNUIHO ITOBBILIAETCS IPY Ce-
MEHOV I'UIIEPXO/IECTEPYHEMUMN — XOTIECTEPUH TUIIONPOTENL0B HU3KOI IJIOTHOCTHU
(XC JIHII).

CemeitHasi TUIEPXOTeCTEPUHEMUsI — OFHO U3 Hambojee PacIpOCTPaHEHHBIX
HAC/Ie[ICTBEHHBIX 3aboneBanmit. [Ipubnusutensuo 1 us 200 denoBeK B Mype MMeeT
TeHeTUYeCKIe TOBPEXIEHNA, ABIAIINECA NPUINHON CEMETHOM TUIEePXOJIecTe-
puHemun. Ecnu ofyH 13 popuTeNeil MMeEeT CEMEMHYIO TUIIEPXO/IECTEPMHEMUIO, TO
B 50% cy4aeB oHa OyeT y ero ChIHa MV JOYepI.

CeMeifHas TUIIEPXO/IeCTEPMHEMNA CBA3aHAa C IOBBIIIEHHBIM PUCKOM Cepfied-
HO-COCYRMCTBIX 3ab0/meBaHMil. PrCK pasimndyaercss OT CeMbM K CeMbe M 3aBVCUT
OT YpOBHS XOJIeCTE€PUHA, APYTUX HACTeCTBEHHBIX (PaKTOpOB, PakTOpoB 0bOpasa
JKU3HY, TaKMX KaK IUTaHNe, KypeHue, YPOBeHb (U3NYeCKOll aKTUBHOCTH, M JaKe
OT TOTO, MY>KYIMHA BbI MM >XKEHIMHA. JKeHIIVHBI C CeMeTHON IUIepXoecTepuHe-
Mueil 3a0071eBaIOT CEpIeYHO-COCYAVICTBIMU 3a00IeBaHUAMM B Bo3pacTte 55-60 ner,
a My>X4MHBI 45-50 yreT. Ba)kHO Kak MOXXHO paHblie (1fieaIbHO B IeTCKOM BO3pac-
Te) BBIABIIATD U IIPaBUJIBHO JICYNTD CEMEITHYI0 TUIIePXOTeCTePUHEMIIO, TaK KaK 9TO
3HAYMTENIbHO CHIDKAET PUCK PasBUTUA CEPHeYHO-COCYAUCTHIX 3a00IeBaHMIL.

BAJKHO

Cenmeiinas eunepxonecmepuremus Hacnedyemcsi u nepedaemcs 6 cemve. Hanuuue
8bICOK020 XO0NIECeEpPUHA KPOBU, 0cobenHo 8bicokozo XC JIHII, nosviuaem puck pau-
He20 Hauana cepoeuHo-cocyoucmuix 3a60nesanuil.
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Yro Takoe XONIEeCTEPUH IUINONPOTENTOB HU3KOM INIOTHOCTI?

XoJecTepuH — 3TO XXUPOBasA CyOCTaHLM A, KOTOpas HeoOXoAMMa HallleMy opra-
HU3MY IJISl IOCTPOEHMU A KJIeTOK, CHHTEe3a TOPMOHOB U TPOM3BOACTBA KeMYHBIX KHC-
7ot B nedeHn. OfHaKO BBICOKUII YPOBEHb XO/NeCTEePUHA B KPOBU MOXKET IPUBOIUTD
K TOMY, YTO IMIIHNII XOTIeCTEPMH HaKaIlIMBAETCA B CTEHKaX KPOBEHOCHBIX COCY/IOB,
4TO BefleT K 06pasoBaHMIO aTePOCKIEPOTUYECKUX OIIAILIEK, CYXAIMX IPOCBET
cocyna. HacTo aTepockiepoTudecKue OIAIMKY CY)XMBAIOT MIPOCBET apTepuMit, Kpo-
BOCHA0)XaIOIIVIX >KMU3HEHHO Ba>KHbIE OPTaHBI HAIlIero OpraHU3Ma: Cepplie, TOJIOBHOI
MOS3T, TIOYKY U JIP., YTO MOXET IPUBOAUTD K Pa3sBUTUIO CEPbE3HBIX CEPAIEYHO-CO-
cypuctbix 3aboneBannit. XC JIHII — 9T0 yacTuIiipl, KOTOpble COREPIKATCS B KPOBU
U ABIATCA TPAHCIOPTHONM CUCTEMOI, KOTOpas MePEHOCUT XONIECTEPUH OT OFHUX
KJIeTOK Hamero opranmusma k apyrum. Yactuusr XC JIHIT umeroT crenuanbHbIN
IPVCOefMHEHHBI 6€0K, HAa3bIBAIOIIMIICS AIIOMUIIONPOTeNH B. Amonumnonporens
B namogo6ue mocta cBsisbiBaet dactuisl XC JIHII ¢ kmeTkamu Baliero oprannsma,
koropeie nMmeroT JIHII-penentop. Penentop momoraer KieTkaM «y3HaBaTb» YacTU-
ust XC JIHIL. Ecnn penentop man 6emoK amomnmnonpoTenH B «paboraoT» mioxo,
TO YPOBEHb XOJIeCTepMHA B Balllell KPOBMU IIOBBILIAETCA. DTO ABMAETCSA NMPUINHOIN

CeMeITHON TUIIePXOoIeCTePUHEMMM.

BAJKHO

JTunonpomeudst HU3KOT NIIOMHOCIY MPAHCHOPMUPYIO XONeCHepUur 6 éaudet
kposu Kk knemxam. Xonecmepur HyxeH ONS CHPOUMENbCMEA KemokK, npous3eoo-
CTM6A 20pMOHO8 U NPOU3Bo0cmaea xenunvix kucnom. Oonaxo, ecnu XC JIHII cnuwxom
MHO020, OH HAKANAUBAEMCS 8 CMEHKAX KPOBEHOCHBLX COCY006 6 8110 AMepoCKiepomu-
YecKux Ongulex.

IIpuynuHbI ceMeliHON TUNIepX0IecTepUHEM N

OcobeHHOCTH, KOTOpbIe MBI HaCTIe[yeM OT POJVTeIel, OpeenaoTca NHopMa-
nuers, xpansmerics B JHK. THK copmep>XuT reHsl, B KOTOPBIX HAXOAUTCS MHGOpMa-
IIVS1 O BCEX XapaKTePUCTUKAX OpraHu3Ma. VIsMeHeHM s B TeHaX MOT'YT OBITb IPUYMHO
Hac/Ie[ICTBEHHBIX 3a00/meBaHMil. B 60/bIIMHCTBE CTyYaes, IpU CEMEITHOI TUIIepXoTIe-
CTepMHeMMM 9T U3MEHEHNA HaXOfIATCA B TeHe, KOTopbiil kopupyet JIHII-penentop.
ITOT peLienTOp PacIookKeH Ha MOBEPXHOCTY K/IeToK 1 yaansgeT dactuupl XC JIHII
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u3 KpoBu. V3amenenus B rene JIHII-penjenitopa mpuBOJAT K TOMY, YTO OH TepseT CIO-
COOHOCTB K y/Ia/IleHUI0 X0/IeCTePIH-COflepKAIINX JaCTHI] U3 KPOBIL.

bonpmmHCTBO mI0fel ¢ ceMeilHONM TuIepxonecTepuHeMuell HacneqyioT OfUH
me¢exrtHsiii reH JIHII-penjenitopa OT OfHOTrO M3 poguTeneil, U OfUH HOPMaJIbHbII
red JIHII-penenrtopa ot gpyroro poputens. CnefoBaTenbHO, OHM MIMEIOT TONBKO
50% HopMmanbHO paboraromux JIHII-perenTopoB Ha HOBEPXHOCTH KIETOK. DTO Be-
IeT K ToMY, uTo y Hux yposeHb XC JIHII B KpoBM 3HaYMTE/bHO MOBBIILIEH C CAMOTO
POXJEHM [0 CPAaBHEHUIO € MIOAbMH 6e3 ceMeilHOI rumepxonecTepuHeMyn. Takum
06pasoM, y Mofiell ¢ ceMelfHOI I'uIepXoiecTepuHeMMell BIIle PUCK PasBUTHUA aTe-
POCK/IEpOTUYECKMX OMISAIIEK ¥ CepPAeYHO-COCYAUCTBIX OCITOXHEHMIT, KOTOPbIe MOTY

Ppa3BUBATHCA B MOJIOJOM BO3pacTe.

BAJKHO

IIpununoii cemetinoil eunepxonecmepureMull A6ATIOMCI USMEHEHUS 6 2eHe, KO-
moputii kooupyem JIHII-peuenmop. Hepexmuviii JIHII-peuenmop He moxem yoa-
namo XC JIHIT u3 xposu. V36bimox xonecmepuna HAKanIueaemcs 6 CmeHKax Kpo-
BEHOCHBIX COCYO08, NPUB0DS K PA3BUMUIO CePIeUHO-COCYOUCBIX 3a001e6AHUT.

Kak M0>XHO 3a11003pUTH CEMEIIHYI0 TNNePX0NeCTePUHEMIIO?

CeMeifHYI0 TMIepXOTeCTePMHEMIIO MOXKHO 3aIlOJO3PUTh, KOITAa B CeMbe eCThb
C/Iy4ay paHHero Hadaja CepfieYHO-COCYAUCTBIX 3aboneBaHMit. Tak, eCIyM KTO-TO
U3 YIEHOB CeMbU IepeHec MH(ApKT MMOKapya (CepAedHbIll IPUCTYII) MIM MO3TO-
BOJI MHCYJIBT B Bo3pacTe paHee 50-60 JieT, 9TO MOXeT ObITb C/IEACTBYEM BBICOKOTO
YPOBHA XO/eCTepMHA. B Takux cirydasgx peKOMeHAYeTCsA ONpefie/UTh IOKa3aTenn
JTUIMTHOTO IPOoGWIs KPOBYU Y YIEHOB CEMbY NallVeHTa:

— JIMIUAHBIA IPOWIb OIpefe/iaeT pas3uHble TUIIBI TUIIONPOTENIOB B KPOBI,
Takye Kak oomuii xonecrepus, XC/IHII, XonecTepuH TMIIONPOTEN;OB BBICOKON
nnotaocty (XC JIBII) u Tpuraniepupsl.

- [MaTHOCTUPOBATb M JIEYUTb CEMENHYI0 TI'MIIepPXOJeCTepMHEMMIO Ba)KHO yXKe
B JleTCKOM Bo3pacTe. JledeHne 6oree 3¢ GeKTUBHO, KOT/ja OHO HAUMHACTCSA PaHO
U IO TOTO, KaK HaKOIIJICHJe XO/eCTePIHA B CTEHKaX COCYIOB IIPUBOAUT K 06pa-
30BAaHUIO aTEPOCKIEPOTUYECKUX OJIALIEK, CMIBHO CY)XMBAIOLINX IIPOCBET KPO-
BEHOCHBIX COCYZHOB, ¥ IPUBOAAINX K Pa3BUTUIO CePAEeIHO-COCYIAVCTBIX KaTa-
CcTpod — MHPAPKTOB M MHCYIBTOB.
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EcTb HecKObKO BHEIITHUX IIPU3HAKOB, KOTOPbIE MOT'YT OIIPENENATHCA IIPU CeE-
MeHOMI TUIIEPXONECTEPMHEMNUN: YTOIEHNIE CYXO)KI/[}'II/HZ IV 5KEITOBAThIe OIAIIKI
BOKpYT I/1a3 (KcaHTeTIaSMbI), HO OHM HE BCErpa 6bIBAIOT Yy IManyeHToB C ceMeltHOM
I‘I/IHerOJ’IeCTepI/IHeMI/IeI‘/'L MHOI‘,[[a XO/IeCTEPMH OTK/IAAbIBA€TCA B paly>KKE (L[BeTHOI?[

YacTy) I71a3a B BUJie apKy (IMIIMAHAS [yTa POTOBUIIBI).

BAJKHO

Cemeiinas eunepxonecmepuHemMus Moxcem O6vimv 3ano003peHa y noeil, Komopole
uMem parHee HAYATIO cePOeUHO-COCYOUCMbLX 3A00TIe6aHUTI 8 MeUeHlUe HUHU 6 CO-
4emanuu ¢ 8bICOKUM yPOBHeM XonecmepuHa 8 kposu. Podcmeennuku makux nayuen-
mMo8 00/HHYL Onpedenumy y cebst nokasament TUNUOHO20 NPOPULS.

Kak guaraocTupyroT ceMeliHyI0 runepxonecTepuMHeMIIo?

CeMelTHYI0 TUIIEpX0/IeCTEPMHEMUIO AMATHOCTHPYET Bpad, IIPMMEH A CIIeLaTbHO
paspaboTaHHbIE AMATHOCTIYECKIIE KPUTEPUY, YIUTHIBAIOLINE [e/IbIl KOMITTIEKC KN~
HI4YeCKUX (YPOBEHDb XOJIECTEPUHA, HAMNYNE CYXOXKIIbHBIX KCAHTOM, 3a00/IeBaHMiL,
06yCIIOB/IEHHBIX aT€POCK/IEPO30OM y MALVMEHTA Y WICHOB €r0 CEMbU M JIP.) VI FeHEeTH-
geckuM (pakTopos. [Iis1 reHeTdecKkoro obcenoBanms ucnonssyoT [JHK, Beifenen-
HYIO 3 KIeTOK KpoBy. CeMellHyI0 TUIIepX0/IeCTepMHEMNUIO VIATHOCTHPYIOT, HAXOMI A
nedexT reHoB, HanpuMep, reHa JIHII-perjenitopa. binskue pogcTBeHHNUKY, TaKye KaK
pomuteny, 6paThs M CECTPBI I AETH MALMEHTa C CEMEITHOI IMIIepX0JieCTepIHEMIEN,
umeroT 50% pUCK TaK>Ke MMEeTh 9TO0 3aboneBanme. O6cmeoBaHMe WIEHOB CEMbU SIBTIS-

€TCA KJIIIOYEBBIM /14 paHHeI}'[ JOMATrHOCTUKI ceMenHoM TUTIEPXO/IECTEPUHEMUN.

BAJKHO

Cemeiinas zunepxonecmepuHemus OUAHOCIUPYEMCS HA OCHOBAHUU KUHUYe-
CKUX OaHHDIX U 2eHemuUecko20 00cnedosaHus. Bvissnetue onpedenennvix mymayuii
8 pside 2eH08, OMBEMCIMBEHHBIX 3 PA3BUMUE CEMETIHOL 2unepxonecmepuHemMuu, no-
380717eM He MONbKO noomeepoums ouazHo3 y o6cnedyemozo uenosexd, HO U npose-
cmu mecmuposanue OTU3KUX UTIEHO8 €20 CeMbU C Uebl0 PAHHel OUAZHOCMUKY 31020
3a0071e6aHUSL.
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B xakom BO3paACTE HYKHO JTUTHOCTMPOBAThH CeMef/[HyIO I‘I/IHCPXOHCCTCPI/IHCMI/IIO?

JItony ¢ ceMeliHOJ T'UIIepXoecTepyHeMMell OOBIYHO VMEIOT BBICOKMIL OOt
xonectepuH u Bbicokuit XC JIHII ¢ poxaenns. Pekomenpyerca poguTensam, MMern-
MM CEMEHYI0 TUIIePXOTIeCTePUHEMMIO, 00palaThCs K Bpady A1 06CnefoBaHus
CBONX JieTeil 0 JOCTV>KEeHM A MMM IIKONMbHOTO Bo3pacTa. [logTBepskieHe [arHosa
Ba)KHO B IeTCKOM I IOHOILIECKOM BO3pacTe. YeM paHbllle USMEHUTD SUETY, NIeBble
IPVBBIYKY U HayaTb JiedeHNe, TeM MeHblile OyfieT PUCK PasBUTHUA aTepOCKIepo3a

U CBSI3aHHBIX C HUM OCJIO>KHEHUI.

BAJYKHO

B cemvsix ¢ duasHoCmuposaHHoil cemeliHoli eunepxonecmepuremueli pekomeH-
Oyemcs mecmuposarue demeil 01 OUAZHOCMUKU 3M020 3A0071€8AHUS 00 80CHLMU-
JlemHez0 803pacma. Omo no3eosnsgem nposecmuy HeoOX00UMYI0 KOPPEKUUI0 NUMAHUS
u 06pasa iusnu peberka, a maxxe npu HeoOXOOUMOCU HAZHAYUMb emy IPek-

MusHoe neveHue.

Kak moxxno ymenpmnth XC JTHIT?

CHU3UTD XO/IeCTepUH MOXKHO IIPY IOMOINY JUEThI, Pery/aApHON (U3M4ecKo
aKTMBHOCTY, OTKa3a OT KypeHMA U NPUMEHEHM:A CIEMaJbHBIX J€KapCTBEHHBIX
Ipenaparos.

VIsmMeHeHVA B MUTaHUM — TIEPBBIN LIaT B CHYD)KEHNUM YPOBHSA XOJIeCTepUHA [/A
BCeX JIIOfiell C CeMEHOM TUIepXoecTepuHeMMelt. VIsMeHeHus B gueTe MOTyT CHH-
3UTh XonecTepuH Ha 10-15%.

Jlns miopeit ceMeiHON TMIepX0IecTepyHeMIell STOTO CHIDKeHM S ObIBaeT Heflo-
CTaTOYHO, I09TOMY Ha3HAYalOTCA XONeCTepUHCHIDKalolue npenaparsl. Ilens ne-
yeHusA ([UeThl U TeKapCTBEHHBIX MpenapaToB) — cHusuTb yposenb XC JIHIT nmke
2,5 MMOJIB/TI y B3pOCTIBIX M HVDKE 3,5 MMONB/N y meTeli. [I1s Tex meTell M B3pOC/IbIX
¢ CI'’XC, xTo y>xe umeet 3aboneBanue cepaia u cocynos, XC JIHIT nomxeH O6bITh
HIKe 1,8 MMOb/ .

Korpa yenoBex Hacmenyet fedeKTHBIN reH oT 06oux poputeneit, THII-penenrtop
MOYKET OTHOCTBIO OTCYTCTBOBATD B K/IETKaX. B 3TOM crryyae mMeeTcss MECTO 9KCTpe-
ManbHO Bbicokoe nosbinteHre XC JIHIL, ansa cHuXeHus KOTOpOTo HapAAy C AMeTOo
U JIeKapCTBEHHBIMU IIperapaTaMy HeOOXOMMO NPOBefieHIe PETY/LAPHOI (KaXKable
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1-2 He;[em/[) mpouenypal, HaHpaB)’[eHHOI‘/'[ Ha ME€XaHNYE€CKOE yajyieHe N3 KpoBI M3~

6pITKa XOMmecTepuHa. Takas nponenypa nonyunia HassaHye JIII-adepes.

BAJKHO

Msmenenusa e numanuu mozym crusumo xonecmepur JIHII na 10-15%. Ina na-
UUEHMO06 ¢ ceMeliHOli eunepxosecmepuHemueti 31mMoz0 Moxerm Ovims HedOCMAamoUHo,
noamomy ouemy credyem KOMOUHUPOBAMD C NPUEMOM MEOUKAMEHINOB, CHUNAIOULUX
yposenv xonecmepuna. JIns msxenvix opm cemetiHoli eunepxonecmepumnemu 0o-
NONHUMENLHO MONE Obimb NPUMEHEHA MeXHON02US OUUUEHUS KPOBU O U30bIm-
ka xonecmepuna (JIHII-agepes).

Kak guera meiictByeT Ha xonecrepus JIHII?

Bce >xmppl B IIMIle ABMAITCA CMEChIO HACHILIEHHBIX M HEHACHIIIEHHbBIX XM PHbBIX
K1cnoT. HachblllieHHble >XMPHbIE KMCTOThI HAXOAATCA B HPOAIYKTaX )KMBOTHOTO IIPO-
MCXOXKZIeHN A (MOTIOYHbIe U MACHbIE), TBePAbIX MapTrapMHaX U B 60/IbLINHCTBE BULOB
IeYeHbs, OUCKBUTOB, KeKCOB, dacT-dy/e. DTH HaChILIEHHbIE XMPHbIE KMCIOTDI I10-
BBIIIAIOT XOJIECTEPUH, B OT/INYMI OT HEHACBIIIIEHHBIX XMPOB 13 PACTEHMI U IO,
KOTOPBI€ CHVMIKAIOT U/ AeJICTBYIOT HeliTpanbHo Ha XC JIHIIL

Huskoe morpebneHne XonecTepyHa peKOMEHOBAHO JIOAAM C BHICOKMM YPOB-
HeM Xo/lecTepuHa B KpoBu. Hambonbiree KonudecTsa Xo/ecTepyHa B IUIIe COfep-
JKITCA B IPOJYKTaX >KMBOTHOTO IPOVCXOXKIEHN S, TAKMX KaK AMYHbIE XKEITKH, I10-
TPOXa, MACO U )XMPHbIE MOJIOYHbIE IPOMYKTHI, HAIIPUMED, CBIP, CIMBKI ¥ MACTIO.

JKupHnas ppr6a u peI6mit >Kkup HachIEHB! OMera-3 >KMPHBIMIU KMCIIOTaMM, KOTO-
pble MMerT 6aronpuATHLIN 3¢ dexT. OMera-3 Tak)ke CHIDKAIOT YPOBEHDb TPUTIN-
mepuyoB. [ obecredeHNa fOCTaTOYHOro norpebnenns Omera-3 peKoMeHyeTcs
€CTb XMPHYI0 MOPCKYI0 pbI0y He peske JBYX pa3 B Hefleo.

bnaronpusarnoe BospelicTBE Ha yPOBEHDb XONECTEPMHA OKa3bIBalOT BOJOKHA,
cofiep)Kaliyecss B KPYIIHO3EPHUCTBIX KYKYPY3HBIX M II€IbHO3EPHOBBIX 371aKOBBIX
IpofiyKTaX, 6060BHIX, ropoxe, PpyKTax, Arofjax 1 oBouax. PacTuTenbHbIe BOOKHA,
noTpebgeMble C IMIIIIel, CBA3BIBAIOT B KMIIEYHKe IIOCTYIIMBIINIA C e0il XO/ecTe-
puH. IDTO MPUBOAUT K TOMY, YTO YMEHbBIIAETCS BCAachIBaHME XONECTEPUHA U3 KI-
IIEYHNKA, &, C/IEJOBATE/IbHO, M €r0 KOHLEHTPAalUA B KpPOBU. Kpome TOro, IpogyKThl
C BBICOKMM COfiep>)KaHMEM K/IETYATKM ABIATCSA BaXXHBIM UCTOYHMKOM BUTAMIHOB,
MUHEPAIOB ¥ aHTUOKCUIAHTOB.
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Kakas guera peKkoMeHIOBaHa P CeMeITHOI I'nepXonecTepuHeMIn?

[IuTanye #nA nuI C ceMeJHON I'MIlepXOecTepUHeMMell HO/DKHO OBITh pasHo-
00pa3HBIM U cOaNaHCHPOBAHHBIM. [IJIA JleTell ¢ CeMeilHOI TUMIlepXOolecTepuHEMN-
elf coOIofeHMe fUeThl JO/DKHO IONKPeIUIATbCA M3MEeHeHMeM MUTaHUA [/ BCeX
9JIEHOB CeMbM. Ba>kHO, 4TOOBI IPUBBIYKY 3JOPOBOrO NMUTAHUA YCTaHABIMBAIUCDH
KaK MOXXHO paHbllle. /I3MeHeHMe IneThl TpebyeT BpeMeHM, 4acTO MeCALeB VIIN JIeT,
U TpebyeT peryIsipHOTO HAOMIOfleHNA KIMHNYeCKIM IMEeTOTIOTOM Min BpadoMm. To,
YTO BBl €AUTE PETYIAPHO, O4eHb Ba)KHO! ClyyaliHble OTK/IOHEHNA OT PEKOMEHYye-
MOJ1 IME€ThI He IPUBOJAT K IOBBILIEHNUIO YPOBHA X0/IE€CTEPMHA B KPOBML.

BAJYKHO:

IIamo asxHbvix pexomendayuii 0N COANAHCUPOBAHHO20 NUMAHUS:

o ynompeOnsiime meHvuie Hupa, 0C00eHHO MeHbULe HACLIU4EHHO20 HUDA,

o 3aMeHUMe HACbIUEHHDLE HUPbL HEHACLIUYEHHIMU HUPAMU,

o euivme 00nbULe NPOOYKMOB, COOPHAUUX KNETNUAMKY, 060UsU U PPYKIMbL KAK-
OvLil detv,

o ynompebnaiime meHvuie NPOOYKMOB C 8bICOKUM COOEPHAHUEM XONECNEPUNA,

o O2paHuMbMeE KOMUUECB0 NUU4U U HANUMKOS C 8bICOKUM COOEPHAHUEM CAXAPa
UU ANKO20TIA.

Kak nexapcrBeHHbIe npenapatsl BauawT Ha XC JTHII?

JlexapcTtBa, KoTopbie MoOryT cHusuTb XC JIHII, yBenuumBaroT KOMMYECTBO
JIHII-penenitopos, uto6s! ny4ure nornoumars XC JIHII u3 Bamreit kposu. Vsmene-
HUA B IUTaHUY JOJDKHBI COYETAaThCS C MEAMKAMEHTO3HBIM JIeUYeH)eM, YTOObI CHU-
3UTb YpOBEHb XO/eCTepUHa [0 HeoOXORMMOro ypoBHsA. JlekapcTBeHHas Tepamus
IJ1S1 CeMeJTHOM TUIlepXo/ieCTepMHEMUM IPUMEHAETCS He TOTbKO y B3POC/IbIX, HO U Y
merell. Y fieTeil ¢ MOATBEPKAEHHOI CeMEeTHOI TUIIePXO/IeCTePUHEMUEN PEKOMEH/Y-
eTCs1 HauMHaTh Me[JMKaMeHTO3Hoe yedeHue ¢ 10 jet. JleueHue [OMKHO OBITH AJIN-
TeJIbHBIM, OHO IOMOXKET M36eXaTh pa3BUTHUA CEPAEYHO-COCYANUCTHIX 3a60/IeBaHMIL.

Kakmne nekapcTBeHHbIe Ipenaparsl cHikawT XC JIHIT?

JlexapcTBeHHbIe cpefcTBa, cHukawoomue XC JIHII, BkaodaloT CTaTUHBI, UHTU-
6UTOPBI OO eHN A XoMecTepuHa 1 nHr1buTopsl PCSK9. Bamr Bpau MoXkeT 1e4nThb

BacC OHUM WY HeCKOMbKUMM 13 3TUX Tumos jnekapcTs. Ecau XC JIHIT cumxaeTca
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o HeO6XO}II/IMOFO YPOBH:A, OT/IOKEHNE XO/I€CTEPMTHA B KPOBEHOCHBIX COCylaX U BO-

KpyT Ir71a3 nian CyXO)KI/UH/If/l YMEHBIINTCA.

Hoquy BAaJKHO€ 3HAYCHUEC UMEET ICYCHME B TCYCHIME NINTEIBHOTO BpeMe}m?

OpranusM NMpOM3BOAUT XOJeCTepUH MOCTOSAHHO. ONHAKO Y JIIofieil ¢ ceMelHoM
TUIIepXOJIeCTepYHEMMelT U3-3a TeHeTUYEeCKOro JieeKTa HapylleHa CIOCOOHOCTD Op-
raHM3Ma K yflaJIeHMIO M36bITOYHOTO X0/ecTepuHa. JlekapCTBeHHbIe IIperapaThl CII0-
COOCTBYIOT BOCCTAHOBJIEHMIO 3TOM crtocobHocTH. Kak Tompko XC JTHIT ymeHbImics
B pe3yJ/IbTaTe JIe4eHN s, Ba)KHO IIPEeOTBPATUTD €r0 IOBTOPHOE IIOBbIIIEHNe, KOTOPOe
OymeT HemsOeXXHBIM PV OTMeHe IpenapaTos. [IoaTomy /10601t YenoBeK ¢ ceMeltHO
TUIepxoecTepiHeMyell OMKeH IIOCTOAHHO NPUEepP)KUBATbCA JVETHI, 3[0pPOBOTO

o6pasa )M3HU ¥ IPMHUMATD [IPeNaparsl, CHIDKAIOIINe YPOBEHb XOIeCTePUHa.

Yro TaKoe cepHevHO-COCYANCThIe 3a001eBaHNA?

3aboneBaHus cepflla M KPOBEHOCHBIX COCY[OB, BbI3BAaHHBIE aTEPOCKIEPO3OM,
OTHOCSTCSL K CepHeYHO-COCYAUCTBIM 3a00/eBaHMsAM. ATEPOCKIEPO3 COIPOBO-
XKaeTcA HaKOIUIEHVeM >KMpa (BKIIOYas XOJIeCTepPMH) B aTepPOCKIePOTUIECUKMUX
O/IsI1IKaX, KOTOPBIE CY>KMBAIOT IPOCBET KPOBEHOCHBIX COCY/OB, YTO MOXXET IIPUBe-
CTHU K HapyLIEHWIO KPOBOCHAOXKEHN I )X ISHEHHO BaXKHBIX OPraHOB: CEPALA, TONOB-
HOTO MO3Ta, Io4ek 1 ap. Ecim arepockiepos passuBaeTcs B KPOBEHOCHOM COCYE,
TOCTaBJIAIONIeM KPOBb K CEPALLY, TO BO3HUKaET UIeMIYecKas 00/Ie3Hb cepplia, Hal-
60s1ee TPO3HBIM IIPOSIBIEHIEM KOTOPOII sABNIAeTCA MHPapKT Muokapaa. Eciu arepo-
CKJIEPO30M IIOPaXKaeTCsl KPOBEHOCHBII COCYJ, KPOBOCHA0>KAIONIVI FOJIOBHON MO3T,
TO BO3HMKAeT HapylleHye MO3TOBOTO KpOBOOOpalljeHN s, IPOsBIAIOleecs B BULie

TpaHSI/ITOpHOI"/I UIIeMUYECKOI aTaKy UK MHCYJIbTA.

BAJKHO

Cepoeunbiil npucmyn u UHCYIbM ABATIOMCT KOHEUHbIM Pe3ynbmamom amepo-
CcK71epo3a. Amepocknepos — 3o cyxerue KPOBEHOCHBLX COCY008, BbI36AHHOE HAKONLe-
HUeM X0/lectepuna U 60cnanenuem, ¢ 0bpasosamnuem nauwku. baswka ymenvuiaem
pasmep npoceema kposernocHozo cocyoa. IlospexoeHHAs 6AUKA MOKNEM 6bi36aMb
obpasosariue czycmka Kposu, Npueoodsuiee Kk o4eHb ObICHPOMY CYHEHUIO UL 3aKY-
nopKe Kpo8eHoCcH020 cocyoq.
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Kaxkmne cyuecTByror ¢paKTOpbI pucKa?

dakTopsl prcKa — 3T0 0co6eHHOCTU (6MONIOrNYecKe, ICUXOIOTNYeCKUe NN
9KOJIOTMYeCKyie), KOTOpble IIOBBIIIAIOT BEPOSTHOCTb PasBUTUA aTepoCKIeposa
U CepevyHO-COCYAMUCTRIX 3abomeBaHuit y yenoseka. OgHNM 13 Hanbomnee Ba>KHBIX
(baKTOpOB pUCKa CepAieYHO-COCYAUCTHIX 3a00IeBaHNII ABNIACTCSA BHICOKUIT YPOBEHb
XC JIHIIL K gpyrum ¢aktopaM pyucka OTHOCSATCS CaXapHBIiL fuabeT u BBICOKOE ap-
TepuanbHOe JiaBJIeHe, KOTOPbIe B CBOKO OYepellb MOTYT OBITh Pe3yIbTaToOM M30bI-
TOYHOI MacChl Tela, HeJOCTATOYHOrO NOTpebneHrs GppPyKTOB 1 OBOILIEl, HU3KOI
¢busmuecKoil aKTUBHOCTHU. PerynsapHble ¢pusuyeckue yIpaKHeHNs CIOCOOCTBYIOT
He TOJIbKO CHIDKEHUIO MacChl Te/la, HO U 6/1arOTBOPHO BIMSAIOT HA TUIIMIHBII IPO-
¢unp, camkas yposens XC JIHIT u Tpurnuiepunos, u mossiuias yposenb XC JIBII
(«xopouInit xomecTepuH»).

KypeHne yBenmumBaeT pUCK pasBUTUA CepAEYHO-COCYAMCTHIX 3ab0/eBaHMUIL,
Jaxke eC/I¥ YPOBEHb XO/IeCTEpPUHA B KPOBUM HOPMasbHBI. TeM 6ormee OHO OIAcHO
IJA TTALIMEHTOB C CeMeNHOI ruIepxonecTepuHeMueil. Kypenne BbI3bIBaeT JOMON-
HUTENIbHOE MOBPEX/eHMEe KPOBEHOCHBIX COCY[IOB M CHIUKaeT B KPOBM YPOBEHb
XC JIBIT («xopouimit xonecTepun»). [TanmeHTsl ¢ ceMeilHOW I'MIIEpXONecTepyuHe-
Muell, He TOTy4alolue JedYeHne, UMeT B 25 pa3 6ojiee BHICOKMIT PUCK PasBUTHUS
CepieYHO-COCYAUCTHIX 3a00/IeBaHMII IO CPABHEHMIO C TIOAbMM, He MIMEIOLMMM Ce-
MEITHOI TUIIepXo/IeCcTepiuHeMuN. Y He ledeHHbIX G0IBbHBIX C CEMEITHOI TUIepXOoTIe-
CTepyHeMIell, KOTOpbIe TaK)Ke KYPAT, PUCK yBeIn4nBaeTca B 75 pas!

Kpome Toro, cepriedHo-cocymucThie 3a60/1eBaHNA pa3BUBAIOTCA Yalle ¢ BO3pac-
TOM, ¥ MY>KYMHBI 3a00/IeBalOT MMM IIpUMepHO Ha 10 jieT paHblile, YeM XKEHIVHBL
Ecnu y yenoBexa ecTb HECKOIBKO 13 IIEPEeUMCIIEHHBIX (PaKTOPOB pICKa, TO BEPOAT-

HOCTDb pa3BUTNA CEPAEIHO-COCYANCTOrO 3a00/meBaHMA Y HEro €1i¢ BbIIIE.

MO>KHO MU CHUSUTD PUCK CEPAEIHO-COCYTUCTBIX 3a00/meBaHMIT npn ceMeliHOoM
I‘I/IHCPXOHCCTCPI/IHCMI/IM?

IA! ViccnemoBaHus MOKasbIBaloT, uTo cHIKeHMe ypoBH:A XC JIHIT cumkaet puck
CepHieYHO-COCYUCThIX 3a00eBaHuil. BepoATHOCTD BOSHMKHOBEHUS aTepPOCKIEPO-
THdeckux 6msamrek 3aBucut ot ypoBHs XC JIHII u gnuTenbHOCTI €ro BO3RECTBIS
Ha CTeHKY cocy/a. YeM Bbllile 06a 9TUX (PaKTOpa, TeM paHbllle Pa30BbeTCs ATEPOCKIIe-
pos. Ilonmxkas yposuu XC JIHII, MOXXHO 3HaUMTe/IbHO CHU3UTD PUCK PA3BUTHUS cep-
IeYHO-COCYAMUCTHIX 3a60/IeBaHMIL, CBA3AHHBIX C aTEPOCKIEPO30M. BaxkHO Kak MOXXHO
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panbie HayaTh cHykeHue XC JIHII. IIpexpaienne KypeHusa u KOppeKIus Jpyrux

(baKTOPOB PUCKa, 0 KOTOPHIX TOBOPMU/IOCE BHIIIE, MMEET pelllatoliee 3HaUeHe A 10-

IIOTHUTE/NbHOI'O CHIVDKEHN A PUICKA Pa3BUTUA CEPAEIHO-COCYAUCTDIX 3a0071eBaHMIA.

TAKIIM OBPA3OM:

CeMeliHasi TUIIEpXO/TECTEpUHEMIUS SBIAETCsS HACIENACTBEHHBIM 3a00/IeBaHMeEM,
BBI3BAHHBIM Yallle BCero HapyuieHneM paborsl reHa JIHII-penentopa.
Hapyutenne pa6otsr rena JIHII-perieritopa MoXKeT IPUBECTH K YBETMYEHNIO CO-
mepxxanus XC JIHII B KkpoBu, M36bITOK KOTOPOTO BBbI3BIBAET Pa3BUTHE aTEPO-
CK/IepO3a 1 TAKMX TPO3HBIX CePAEYHO-COCYANCTHIX 3ab0MeBaHMIL, KaK MHPAPKT
MMOKapja 1 MHCY/bT.

JI71s1 Mropeit ¢ ceMeNHOM rIepXonecTepUHEMIEN XapaKTEPHO PasBUTIE CEPAEYHO-
COCYRUCTBIX 3a60/IEBAHNIT Y>Ke B MOJIOLOM BO3pacTe.

Ba>XHO BBIABIATH CEMENHYIO TUIIEPXO/IECTEPMHEMMIO KaK MOXKHO paHble. Ecin
y Bac guarnoctupoBaHo ato 3aboeBaHue, HeOOXOAMMO 06513aTeNbHO 06CIeN0-
BaTh 4IeHOB Balleit ceMby, BKIOYas AeTeN.

CBoeBpeMeHHO (KeJlaTeZIbHO C JIETCKOIO BO3pPacTa) HadaTble MepOIPUATUA
[0 BEIEHUIO 3[[0POBOTO 0bpasa XM3HM, COOMoneHre cbaTaHCHPOBAHHOI [ye-
TBI I IPMEM XOJIECTEPMHCHVDKAIOIIVX ITPETIapaTOB MOTYT 3HAYMTEIDPHO CHU3UTD
PUCK Pa3BUTUSA CepHeYHO-COCYAUCTBIX 3a00/IeBaHNUI Y JIIOfeil C ceMelTHOl I'ii-
IIePXO0/IeCTEPUHEMMEIL.

80



TecToBble 3aAaHus1 ANS ycBoeHusa matepuana

TecToBbIE 3aJaHNA /14 YCBOCHN S MaTeEpuajia

a)

0)

a)
6)
B)

a)
6)

a)

6)

B)

CeMmeitHas ruIepxonecTepuHeMHIS — 3TO:

MOHOTeHHOe 3ab0JIeBaHle C MPEMMYIIEeCTBEHHO ayTOCOMHO-JIOMMHAHTHBIM
TUIIOM HacC/lefOBaHNsA, CONPOBOX/AIOUIEECA 3HAYMTENIbHBIM ITOBBIIIEHMEM
YPOBHS X0/ecTepyHa TNNonpoTenfos Huskoit motHocty (XC JIHII) B kpoBn
BTOpUYHAsA NUCIUINJEMNA CONPOBOXK/IAM0IAACA MOBbILIEHNEM YPOBHA XO-
JlecTepyHa MTUIONpOoTen 0B HusKoll mroTHocty (XC JIHII) B xpoBu

9TO HaC/Ie[ICTBEHHOE Ay TOCOMHO-JOMIHaHTHOE 3a00/eBaHue, KOTOPOe BefleT
K BBIPa)KeHHOMY HapyIIeHNI0 MeTaboI13Ma XOJeCTepyHa IUIIONPOTENIOB

BbIcOKOI1 ImoTHOCcTH (XC JIBII)

Hna rereposurorHoit CI'XC xapaKTepHO:

medexrHblii rer JIHII-perieniTopa nepefaeTcs OT OFHOTO 13 POANTEIIEN
nedexrusiit red JIHII-perjenitopa epenaeTcs oT 060MX poguTernei
pacnpoctpaneHHOCTD B Mupe 1 Ha 300 ThIC. — 1 MJIH. Y€/I0BEK

Hna romosurorHoit CI'XC xapakTepHo:

50% MY>X4MH yMMPAIOT B Bo3pacTe fo 60 net n3-3a VIBC
PpacIpoCTpaHEHHOCTDb B MMpe cocTaBisAeT 1 Ha 250 4eyroBek

ypoBeHb obuiero xonecrepuna (OXC) y maliueHTOB 0OBIYHO cocTaBisgeT 14—
26 MMOTb/1

Kacka/iHbIil CKPMHUHT 3TO:

MaccoBoe 0o0ceoBaHye HaceNeHMs C Lie/bl0 BBISBICH)S HOBBIX CIIy4aeB
CI'Xc

nosTanHas uaeHTuukanya nanueHTos ¢ CIXC cpeny 4neHOB ceMbM Iep-
BOTO NIM1IA B CeMbe C yCTAHOB/NIEeHHBbIM AuarsosoM reCI'’XC

IOIOHUTENIbHOE 06CIeOBaHMe IMALMEHTOB C Lenblo BbisaBireHus CIXC,

HpUIIeJNUINX K Bpady 110 IIOBOJAY PYToro 3abomeBaHus
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10.

CrpaTudukanysa pucka cepiedHO-COCYAUCTHIX OCIOXHEHMII Y HallieHTOB
CI'XC:

Bce nmuia ¢ CI'XC 6e3 CC3 aTepoCKIepoTUIeCcKOro reue3a He0OXO[MMO OT-
HOCUTD K Kateropuu nul, Bbicokoro CC pucka, npyu Hannunuu CC3 — k KaTe-
ropuu o4eHb Bbicokoro CC pucka

Bce nuua ¢ CI'’XC He 3aBucumo ot Hanuuna CC3 aTepocKIepOTHYECKOTO re-
He3a HeoOXO MO OTHOCUTD K KaTeropuim nii oueHb Beicokoro CC pucka
Bce muua ¢ CI'XC 6e3 CC3 aTepOCKIepOTUIECKOTO reHe3a He0OX0aMMO OT-
HOCHUTD K KaTe€TOPUM O4€Hb BHICOKOTO pUCKa

Llenesoit yposenb XC JIHII y meteit ¢ CIXC crapue 10 net 6e3 CC3:
< 3,5 MMOJIB/N
< 5,0 MMOJIB/NT

< 1,4 MMmonb/n

Hna puarsoctuky reCI'XC y meTeit IpuMeHMMBI:

kpurtepuy DLCN

Kputepunu, npepnoxennsle Esponerickum Obmecrsom Kappuonoros
He ICNONb3YI0T Kputepun guarnoctuky CI'’XC

Hasnauenne cratuHoB fetaM ¢ reCI'XC paspemeHo:
c5 et

c 8 et

c 18 et

Crnenndnyeckum snakom CI'’XC saBnstorcs:

KCaHTOMBI ¥ TUIIOMHAS AyTa POTOBUIIbI

BBICTyTIaHIe MIeYeHM Ha 2 CM U3 TIOf, Kpast pebepHOIlt Ayru
HOsIB/ICHNE CBIIIU B 06/IACT IPeATIIeY NI

BceM popcTBeHHMKAaM MHAEKCHBIX ManyeHToB ¢ CI'XC mokasaHo npoBefeHue:

YHUBEPCATbHOTO CKPMHMHTA
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TAPr€THOI'O CKPMHMHTIA

KaCKaJgHOTO CKpMHMHTIA

Hau6onee yacto npu CI'XC BcTpeyaroTcss MyTaluy B TeHe:
LDLR

APOB

PCSK9

MexaHN3M [Ie/ICTBMA CTATMHOB 3aK/I0YaeTCA B

MHTM6MpoBaHUY BcacbiBaHMs XC B KUIIIEYHUKE

aktuBanuu obpasosanms 'MI-KoA-penykrassl

MHTUOMPOBAaHUY IPOIPOTEMHOBOJ KOHBEPTAa3bl CyOTUINM3VMH-KEKCHH 9 TUIIa

ITpu yposue XC JIHII 60mee 9 mmons/n guarHos CIXC:
BEPOATHBIN
onpefie/IeHHbIN

BO3MO>XHBIN

Hna onpepenenns yposHa XC JIHII npu xonnentpauym TT > 4,5 mMonb/i:
UCIonb3yoT popmyny Opupgsanbia

UCIIO/IB3YIOT IPSAMOIL METOJ

ypoBeHb TT He cBsA3aH ¢ koHmeHTpanueir XC JIHIT

Tepanus craTMHaMU B peXXJMe BBICOKOJ MHTEHCUBOHOCTU B KOMOVMHAIIMNU
€ 93eTMMMO0M IpUBOAUT K cHIKeHuto XC JTHII:

Ha 30%

Ha 45%

Ha 65%
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