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IMPOBJEMA TUAI'HOCTUKH U JIEYEHUSI TETEPO3UTOTHOM
CEMEUWHOU T'MIEPXOJIECTEPUHEMHAMN Y JINL]
C MIIEMHMYECKOMU BOJIE3HbIO CEPIIIA

Kypoa A.C., Heymep:xxnukas K.A., Ckupaenxo 10.11., Huxonaes H.A.
@I'BOY BO «Omckuii eocyoapcmeennvlil meouyunckutl ynugepcumemy» M3 PD, Omck,
e-mail: sashulya.zhurba@mail.ru

B nanHoit paGote Oyzner paccMOTpeHa OJjHA U3 BO3MOXHBIX PUYMH MOBBILICHHUS YPOBHS XOJIECTEPUHA JIUIIO-
nporen 0B Hu3koi miotHocTr (XC-JIITHIT) y nui ¢ uinemuyeckoi 6one3Hpro cepana. Takol MPUYMHON MOXKET
ObITh cemeiinas runepxonecrepunemus (CI'XC). CemeiiHas rMIEPX0JIECTEPUHEMHES MOXKET OBITh B F€TEPO3UTOTHOM
¥ TOMO3HMTOTHOH (hopmax. PaccmarprBaeTcss IMEHHO reTepo3urotHas (JopMa, Tak Kak ee MPOsBICHHUS, KaK [PaBHIIo,
JEeOIOTHPYIOT B 3pEJIOM BO3PACTE U Yallle BCEro KOra MannueHTh! yxke 00palaioTces K Bpady ¢ Kamo0aMH CO CTOPOHBI
CEepIeYHO-COCYAUCTOH CHCTEMBL. AKTYalIbHOCTD BBIIBICHHS JAHHOI IATONOTUH 00yCIOBIEHA TeM, YTO TeTepO3H-
TOTHAs TUTIEPX0JICCTEPUHEMHUST MOXKET IIPOTEKaTh o1 Mackoil Hecnerupuaeckoro nosbiiernst XC-JIITHIT . O630p
rokasbiBaet npobdiemy runoxuarsoctuxu reCI'’XC, npu KoTopoil yBelInuuBaeTcs: pUCK CepaedHO-COCYIUCTBIX 0C-
JIOXKHEHUH, CTOSIINX Ha IEPBOM MecCTe 110 MpUIMHaM cMepTHOCTH B Poccuiickoit @eneparun. [lpuBeneHs! 1aHHbIE
00 3THOJIOTHH, TATOreHe3e, HMUACMHOIOTHN U KinHndeckux mposieiaeHusx reCI'’XC. PaccmoTpens! rojutanackue
(Dutch Lipid Clinic Network) u 6puranckue (Simon Broom Registry) kpuTepun AHarHOCTHKH, TTO3BOJIIIONINE 3a-
nono3puth reCI'XC yxe npu nepBUYHOM 0OparieHuu narueHTa K Bpady. [Ipodiema reCI'XC nononHseTcs Maoit
JIOCTYITHOCTBIO TEHETHUYECKOTO UCCIIEI0BAaHMs B HAllle cTpaHe, a psij npenapatos st sedeHus reCI'XC He BXxopsaT
B PEECTp BBICOKOTEXHOJIOTHIHON MEUITHHCKOH ITOMOIIIH.

HH3KO# mioTHocTH, HHTHONTOPHI 'MI'-K0A peaykraspl, unruéuropst PSCK9

PROBLEM DIAGNOSIS AND TREATMENT OF HETEROZYGOUS FAMILIAL
HYPERCHOLESTEROLEMIA PATIENTS WITH CORONARY HEART DISEASE

Zhurba A.S., Neumberzhitskaya K.A., Skirdenko Yu.P., Nikolaev N.A.
Omsk State Medical University of the Ministry of Health of the Russian Federation, Omsk,
e-mail: sashulya.zhurba@mail.ru

In this paper, one of the possible causes of high LDL-C levels in patients with a coronary heart disease will
be discussed. Such a reason may be heterozygous familial hypercholesterolemia (HeFH). It is considered to be a
heterozygous form, as it occurs in adulthood, that is, when patients go to the doctor with complaints on the part of
the cardiovascular system. The relevance of this pathology detection boils down to which is called heterozygous
hypercholesterolemia, that can flow under the mask nonspecific increase of LDL-C. The survey shows the problem
of underdiagnosis HeFH at which increases the risk of cardiovascular complications, this is currently standing at
first place to be one of the first causes for death in the Russian Federation. The data on the etiology, pathogenesis,
epidemiology and clinical manifestations HeFH. Considered the Dutch (Dutch Lipid Clinic Network) and British
(Simon Broom Registry) diagnostic criteria for suspected HeFH already in the primary treatment of the patient to
the doctor. The problem of HeFH pathology consists in the fact that a full diagnosis based on genetic studies in our
country is difficult, and modern treatments for HeFH are considered expensive and are not included to be registered
of high-tech medical care.
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Lenb 0030pa: OLIEHUTH U3BECTHBIC TAHHBIC
10 TETEPO3UTOTHOM CEMEMHOM THIEPXOJIECTE-
pUHEMHH Yy JIWII C HIIEMHYECKOW OOIEe3HBIO
cepana.

Cemeiinas rurepxonecteputemus (CI'XC) —
9TO TEHETHUYECKH OOYCIOBICHHOE ayTOCOMHO-
JIOMUHAHTHOE 3a00JIeBaHUE, XapaKTEePHU3YIO-
1IeeCs MOBBILICHUEM YPOBHS XOJIECTEPUHA JIU-
ONpOTenHOB HU3KoU rotHoCcTH (XC-JITTHIT)
3a c4€T AePEeKTHOTO TeHa, KOTOPBIA KOAUPYET
obpazoBanue JIITHII-penentopa Ha mMemOpa-
HE KJICTKH, W BBI3BIBAIOINICE MPEKICBPEMEH-
HOC pa3BUTHUE HUIIEMHUYECKON OOJIC3HH cep/iia
(UBC) [1, 2]. Ilpu rereposurotHoii (opme
CI'XC (reCI'XC) nacnemoBaHue ae(eKTHOTO

reHa mepemaércs OT omHOro pomutens. Pac-
NPOCTPAHEHHOCTh TE€TEPO3UTOTHON  (OPMBI
coctaBysieT okoio 1:500 uenosex [3]. Manu-
¢dectupyer reCI'’XC, kak npaBuiio, ¢ pa3BUTHS
CYOKJIMTHMYECKOTO aTepOCKIIepo3a, 4TO B Aallb-
HelmeM BenéT K ObICTPOMY BO3HHKHOBEHHIO
unporpeccuponanuto UbBC [4—6]. CymecTByeT
taxoke romosurotHas popma CI'XC (roCI'XC),
IIPY KOTOPOM HACJIEA0BAHUE MYTAHTHOI'O I'e€Ha
nepenaéres OoT 000MX poauTencit, e€ pac-
MPOCTPAHEHHOCTh ~ 3HAYHUTEIBHO  MEHBIIE
MO0 CPaBHEHWIO C TETEPO3UTOTHOH (popmoit
(1:300 000 — 1 000 000 genoBeK) U BOSHUKAET
OHa B JeTcKoM Bo3pacte [4, 5]. Kimmanueckue
nposiBiennsi ToCI'’XC gpko BbIpaXeHbI U, Kak
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MIpaBUJIO, HE BBI3BIBAIOT 3aTPYAHEHUN MPH TO-
CTaHOBKE JMarHo3a.

[Hupoko usBectHO, yto UBC pasBuBaercs
y ¢ TeCI'’XC B Gonee MomozioM Bo3pacTte
(y myxxumH < 55 71eT, y xeHmuH < 60 yer), 1mo
CPaBHEHUIO C 001l nmonyssuueit gonei. Tem
HE MeHee, IPU HaJTMYMH MHOKECTBA (PaKTOPOB
pucka, MUBC moxeT manuectupoBarsb B 6omnee
paHHEM BO3pacTe M B OTCYTCTBHM CEMEHHON
TUIEPXOJIECTEPUHEMHUH, YTO HE MO3BOJSET
OpPHUEHTHPOBATHCS UCKIIIOYUTEIBHO Ha BO3PACT
KaK MapKep HaJMuus CEMEHWHOH THIepXoiie-

CTEPUHEMHUH.
Cpenn nauuentoB ¢ UBC rereposurornas
ceMeiiHasi TUNEePXOIIECTEPUHEMHUSI  IIHPOKO

pacnpoctpanena. Ilo JaHHBIM €BpPONEHCKUX
nccnenoBannii Berpedaemocts reCI'XC cpemun
KapJIMOJIOTHYECKHUX TMAlMeHTOB OKoyio 9,7 %,
OJTHAKO JMATHOCTHPYETCS HE Oojiee AeCITOM
vactu reCI'XC u mumb 5% namueHToB ¢ Mo-
CTaBJICHHBIM JTUAaTHO30M ITOJy4alOT KOPPEKT-
Hoe Jeudenue [2, 7, 8]. Beposarno, 3to 00y-
cioBiieHO TeM, uto nossienue JITTHIT y nun
¢ BC He paccmarpuBaeTcs Kak BO3MOXKHOE

nposisienne reCI'XC. I1pu 3tom Tepanust 060-
ux 3a0oyieBaHUN MMeeT OOIIyIO LieJib — CHU-
3UTh yPOBEHH JHUIOMPOTCHHOB HHU3KOW IIOT-
HOCTH, TEM CaMbIM YMEHBIIIasg PUCK Pa3BUTH
CepACIHO-COCYNUCTRIX  cOOBITHiA. [loaTOMY
HU3Kasg BBIABISEMOCTh JAHHOM MAaTOJOTHUHU
o0ycaBIMBaeT aKTyaJbHOCTh JUArHOCTHKHU
reCI'’XC y mun ¢ UBC nyis makcumanbHO 3¢-
(hEeKTUBHOTO JICUSHUS MIIEMUYECKON OoJe3HH
cepana W MPO(HUIAKTHKH CEpIedHO-COCYIHU-
CTBIX OCJIOKHEHUH.

B pasButum ceMmeiiHOM runepxoisecTe-
pUHEMHUH JIe)KaT HECKOJIbKO TIE€HETHYECKHX
HapyleHuil nunuanoro ooMena. B 85-90%
ciay4yaeB 3a00JIeBaHHE CBS3aHO C MYyTaluei
B rene pernenropa JITIHIT (LDLR-ren) [6, 9].
B pesynprate ero medexra Hapymaercs 00-
patHbIil 3axBar peuentopamu yactui JITTHII.
B Takoit curyauuu JIIIHII nupkynupyror
B KpOBH OkoJio 5 aHel Bmecto 3-x. Ilpu nnu-
tenbHOU nupkynsauuu yactull JIIHIT npouc-
XONT U3MEHEHHE UX CBOWCTB: OHU CTAHOBSAT-
cs1 OoJee aTepOTreHHBIMH, YeM HEM3MEHEHHbIE
dopwmsl [5, 10, 11].

Taoéauna 1

MonudunrpoBaHHbIe TOJIaHACKHE ararHoctuaeckue kputepun CI'XC
(Dutch Lipid Clinic Network/DLCN) [4]

dakrop

| basubl

CeMelHbIN aHaMHE3

A) PoncrBennuk 1-if crenenu poacTsa ¢ paHHel (My»kumHbI < 55 Jier, sxeniunbl < 60 jer) UbC wim
JPYTFM COCYIUCTBIM MOpa’KEHIEM TN POACTBEHHUK -1 crenern poxctsa ¢ XC JIHIT > 95-ro mpo-
LICHTHJISL.

b) Poncrennuk 1-it crenenu poacTsa ¢ KCAHTOMAMU CyXOKHITMH W/WITH JIMTION/THOH JTyTOl POTOBHIIBI
i geti Mosioke 18 et ¢ XC JIHIT > 95 nponerTrns

Hcropust 3a0oreBaHust

A) Y manmienTa paHsss (My>KIuHBI <55 1ieT, skeHmuHb < 60 et) MBC 2

B) V nanmenta panHee (My>»X9UHBI <55 JIET, )KSHIIUHBI < 60 JIeT) pa3BUTHE aTePOCKICPOTHICCKOTO 1
TIOpaKeHHs OpaxuorehaTbHBIX/IepupepUUecKUX apTeprit

dusukanpHOE 00CIeI0BaAHNE

A) KcaHTOMBI CyXOKHITHI

b) JIunownHas gyra poroBuils! 10 45 et

Jlaboparopusrii anamm3 (mpu HopManbHBIX XC JIBIT 1 Tpummnepriax)

A) XC JIHII

B) XC JIHII

B) XC JIHIT

T') XC JIHIT

— | W | |0

Juarnos CI'XC

OnpenenéHHbIA

>8

BeposiTHblit

6-8

BosmokHbIiT

3-5

[IpuMedaHue: TMarHo3 yCTaHABIMBAETCSI HA OCHOBAaHUN CYyMMBI 0aJlIOB, ITOJTYYEHHBIX B KaXKI0H
rpymie (BHyTPH IPyHIbl 0ajulbl HE CYMMHUPYIOTCSI), YUUTHIBACTCS TOJIBKO OIMH NPU3HAK, AAIOMINN Mak-
CHUMaJIbHOE KOJIMYECTBO 0aJUIOB BHYTpH Kaxaoil u3 rpymnm. JIHII — nunmonpoTenHsl HU3KOW MIOTHOCTH,

XC — xonecTtepuH.

B SCIENTIFIC REVIEW Ne 1, 2019 W



B MEJIUIUHCKUE HAYKH (14.01.00, 14.03.00) W 39

Taoauna 2

Bbpuranckue quarnoctuueckue kpurepuu CI'XC (Simon Broome Registry) [4]

«OnpenenéHHbIiy ANarHO3 CTaBUTCS, €CITH:

peuenrtopa-JIHIT, anoB-100 um PCSK9

o OXC > 6,7 mmous/i mitt XC JIHIT > 4,0 mmois/n y pebenka miaaiue 16 ser,

i OXC > 7,5 mvons/nm wm XC JIHIT > 4,9 Mmons/i y B3pociioro

o [[J110C OJTHO M3 HIKETIEPEUHCIICHHOTO: HAJIMUHE CyXOXKMIIbHBIX KCAHTOM Y TTAIIMEHTA UITH POACTBEHHHUKA
TIEPBOH CTENEHH POACTBA (POANTENH, ETH, OPaThsl, CECTPHI), WIIM Y POJICTBEHHUKA 2-i CTENIEHN poJICTBa (J1e-
JYIIKH, 6a0yIIKHY, TSI T TETH); TO3UTHBHBIN TecT JIHK-amarnocTikm, moaTBep K Iaronrii MyTaIie TeHa

«Bepostabiiny muarao3 CI'XC craButcs, eci:

XC JIHIT > 4,9 MMOITB/JT y B3pOCIIOTO

B BO3pacte MeHee 16 et

e OXC > 6,7 mmonb/1 v XC JIHIT > 4,0 mmors/n y pederka miare 16 ser, wim OXC > 7,5 MMOITB/JT Tl

o [i1r0c OTHO U3 HIKENIEPEUUCIIEHHOTO: OTATOLIEHHbIA ceMeNHbIA anaMHe3 10 S0 JIET y poACTBEHHUKA 2-i
CTCIICHH POJICTRA, 10 60 JIeT y poacTBeHHuKa 1-it crenenu ponctea; OXC > 7,5 MMOIB/1T y B3pOCIIOro 1-i mim
2-ii crenienn pozcTsa Wi nosbienre OXC > 6,7 MMOIIB/TT y peOeHKa WITH POACTBEHHHKA -1 CTereH: pozcTBa

Mpumeuanue: [JHK — ne3okcupudbonykinentosas kucnora, JIHIT — nunonporenHsr HU3KO# M10T-

HOoCcTH, OXC — 00IIHif XOJIECTEPHH.

Hpyroii npuunnoit passutus reCl'XC
SIBIIICTCS  JIe()EKT TEHA AamloJHUIONPOTCHHA
B (apoB) [12]. ApoB Bxoaut B cocras JIITHII-
gactul U obecrnieynBaer cBa3eiBanue JITTHII-
yactuil ¢ perientopamu k JITTHIT. Kak pesynb-
TaT — HEeMoJIHOe cBs3biBaHue B 50% ciydaeB
JIITHIT-yacTun ¢ peuentopamu M, Kak CIlei-
CTBHE, HemojHoe ux BbiBedaeHue [12]. Emé
OJlHa TIPHYMHA — MYTallus TEHa, KOIUPYIO-
[IeT0 TPONPOTEHH KOHBEpTa3y CyOTHIIM3UH/
kekcwH 9 Tuma (PSCK9), xotopas B HOpMme
ydacTByeT B HapymeHun ¢yaxmun JITTHII-
peuenropa [13]. PSCK9 oOpa3yeT komIuiekc
¢ peuenropamu JIITHIT n HapymaeT ux cBsA3bI-
Banue ¢ JIITHII, npensaTcTBys TeM caMbIM yTH-
nuzanuu JITIHII [13, 14].

BrisiBiensl  omnpenenéHHble  (EHOTHITH-
YeCcKre TMPOSBICHHUS JaHHOTO 3a00JeBaHus,
a UMEHHO KCAaHTOMBI CyXOKMJIUH, JTUIOUIHAS
Jlyra pOTOBUIBI U KcaHTenasMbl. OHU MO-
ICyT HABECTH HAa MBICIb O BO3MOXKHOM HAaJU-
yuu y nanuentra reCI'XC. Kcanromsl MoryT
pacronaratbCsi Ha aXWIUIOBBIX CYXOKMJIHSIX,
najbllax pyK, TPHUIIETICAX M KOJEHHBIX CycTa-
Bax. JlunouaHas nyra poroBUIbl UMEET Jua-
THOCTUYECKOE 3HaY€HHUE, €CIIH BBISBISETCS 10
45 7et, 4acTo BCTpeUaroIHecs KCaHTEJIa3Mbl
HE SBIISIOTCSI a0CONFOTHBIM JIMarHOCTUYECKUM
kputepuem reCI'CX [4, 15, 16]. CymecTBytoT
KIIMHUYeCcKre Kputepun ronanjckue (Dutch
Lipid Clinic Network) (ta6su. 1) u 6puranckue
(Simon Broom Registry) (tabn. 2), BbicoKas
4yBCTBUTENBHOCTh (93 %) u criennpuIHOCTh
(829%) xoropeix B amarHoctuke CI'XC Obun
MPOIEMOHCTPUPOBAHBI U JIJISI POCCUUCKON TTO-
myssin [12, 15].

Benyuryio pons B muarnoctuke CI'XC 3a-
HHUMAaET I'eHEeTUYeCKU aHanu3. [ eneTnueckui
CKPUHUHI MPOBOAMUTCS B OTHOILIEHUU TE€HOB

LDLR, APOB, PCSK9 u LDLRAPI. Onna-
KO OTPULIATCIBHBIA PE3yNbTaT FeHETHUYECKOTO
CKpUHUHIA HE HUCKJIOYAET AMArHo3a reTepo-
3UT'OTHOM CEMEHHOU TI'MIEepX0JIECTEPUHEMUN,
Tak Kak mpuMepHo y 20 % 3Tux OONTBHBIX My-
TallMH BEISIBUTH HE yaaeTcs. B cBoto ouepens,
MOJIOKUTETFHBIM  PE3yIbTaT TEHETHYECKOTO
WCCIICZIOBAHUS, JIake MPU OTCYTCTBUH (PEHO-
TUMTUYECKUX TPOSBICHUA W JHAarHOCTHUYE-
CKHUX KPHUTEPHEB IMOATBEPKIAET JaHHBIN Jra-
rao3 [12].

Kaknm manmeHTam crieayeTr IMpOBECTH
JAHK-ananmu3? Heo0xomuMo HCHOIb30BaTh
DLCN-kputepuu i ONpeNeNeHnss MHeKC-
HBIX TarueHToB (rmokazarenb DLCN > 5) umu
kputepuu Simon Broom Registry, ¢ momoripro
KOTOPBIX TIAIIMEHTY YCTAHOBIIEH BEPOSTHBIN
muarno3z CI'XC [12, 17, 18]. Takxe JHK-
aHaJIU3 CJICYET MPOBOIUTH IPH OOHAPYKEHUHU
3HAYUMOTO CYOKIIMHUYECKOTO aTepOCKIepo3a,
KOTOPBI MOXKHO ONPEACNIUTh C MOMOIIBIO AY-
TUIEKCHOTO CKaHWPOBAHUS KPYIHBIX apTepuil.
Ecimm TommuHa KOMIUIEKca WHTHMa-MeIana
1,3-1,5 wnm noxampHOe yrommieHue Ha 0,5
(mmu Ha 50 % oT O6IM3NIeKAMUX YIACTKOB), TO
TaKWe JaHHBIC CJICJYeT TPAKTOBATh KaK HaJIH-
qyue arepockieporndeckoil Omsimku [19, 20,
21]. Ha ceroaHsiiHuiA 1€Hb MOJIHBIA CIEKTP
TEHETUYECKUX uccienoBaHuii B Poccuu Ha
MyTanuu B reHax penenrtopa JIITHIT (LDLR),
anonunonporernHa B-100 (ApoB) u nponpore-
WHKOHBEPTAa3bl CYOTUIM3UH/KEKCUH 9-TO TUIA
(PCSK9) npoBoautrcs B MockBe. CTOUMOCTB
uccienoBanus nanenn «CeMmeiHas TUIEPXO-
JecTepuHeMus» coctasisieT okono 30 Teicay
pyoOseit, uro s psaa OONBHBIX TMPEACTaB-
JsieTcs 3HaYMMoW cyMMoi. Takum oOpaszom,
BO3HUKAET NpoOJeMa MOCTAHOBKH JMAarHO3a
reCI'’XC, npu e€ nono3penun. Ecnu manuen-
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Ty ¢ UBC ne BricTaBnsercs quarno3 reCl'XC,
[IPU €r0 HAIWYHH, TO JICYCHUE CTaTUHAMHU Oy-
JIeT OCHOBAHO Ha OLICHKE PUCKa Pa3BUTHS cep-
JEYHO-COCYJUCTBIX OCIOKHEHHH 10 MIKaje
SCORE u o ®pamunremckoit mkane. Omenka
pHCKa CepIeYHO-COCYIUCTHIX OCIOKHEHUH He
MOXeET OBITh OLICHEHA Yy MallMeHTOB C ITeTepo-
3UTOTHOW CEeMEeNHHOW rumnepxoyiecTepuHeMueit
no mkaye SCORE n ®pamunremckoil mkaie,
TaK Kak JILa ¢ JMarHO30M I'€TE€PO3UTOTHOM
CEMENHON TUNEPXOJIECTEPUHEMUN YKE OTHO-
CATCS K BBICOKOMY PHCKY CEpJIedHO-COCY/IH-
CTBIX OCJIOKHEHHH, JAake MpHU OTCYTCTBUU 3a-
OosieBaHMi, 0OYCIIOBICHHBIX aTEPOCKIEPO30M,
a ecJIM UMEIOTCS TaKue 3a00IeBaHMs — K OUCHb
BBICOKOMY puUCKy [15, 22]. B cinydyae HeBbIsB-
nerus TeCI'XC puck OyzmeT 3aHMKEH, a COOT-
BETCTBEHHO JICUEHHE — HETIOJIHOIIEHHBIM, U3-3a
HEBEPHO YCTAHOBJIEHHBIX IEJEBHIX YPOBHEH
JITHIT n HepanmoHaabHO 1MOI0OPAHHOM 10361
CTaTUHOB. TakuM 00pa3oM, MAIEHTHI C HEBBI-
apieHHON reCI'’XC He momyyar aJeKBaTHOU
Tepanu [2, 12].

Ha cerogusitinuii 1eHb B JIGHEHUU TE€TEPO-
3UTOTHOM CEMEHHOM THIIEepXOJEeCTEPUHEMUN
Ha TIEpBOM MECTE CTOSIT ITPenaparsl IPyMIbl HH-
rudutopoB 'MI'-KoA penykrassl (cTaruHsi),
KOTOPbIE BXOAAT B QJITOPUTM JICUEHHS y HaLu-
entoB ¢ UBC [22]. 1o atoit mpuumHe dhhexT
OT Tepanuy CTaTUHAMHU Y JIUI] C JTaHHOM IaTo-
norueit n HammuneMm MBC Moxker HaOmonars-
csl, HO, KaK MpPaBWJIO, OH HENPOAOJIKUTEIEH.
Takoit apdexT 00bsICHIETCS HEBEpHO YCTa-
HOBJIEHHBIM LeJeBbIM ypoBHeM XC-JIITHII,
a TaKxe ocodeHHocTsimu narorenesa reCl'’XC
(reHeTHYECKH 3amporpaMMHpPOBAaHHBIN, MpPO-
IPEeCCUPYIOUINM aTepoCKIEPOTHUECKUN Tpo-
uecc). B Hayane yieueHus manueHTam c rerte-
posurotHoit ¢opmoit CI'XC pexomenayercs
CHMYKCHUE JIMTIONIPOTENHOB HU3KOH IMJIOTHOCTH
Ha 50% OT mcxomHBIX TUQpP. 3aTeM, MPH BBI-
COKOM PHCKE CEp/IeYHO-COCYIMCTBIX OCIIOXK-
HEHUH MeHee 2,5 MMOJIb/J, a IPU OYeHb BBI-
cokoMm MeHee 1,8 mmonb/i [12], Ha3HAYarOTCS
MaKCHMaJIbHO TEPEHOCHMBIE J03bI CTATHHOB.
IIpu HegocTarouHOM 3P PEeKTe TOMUMO CTATH-
HOB MOTYT IIOTpe00BaThCs APYrUe Npernaparsl,
TakHMe Kak: 33eTeMH0 M CEKBECTPAHTHI JKed-
HBIX KHCHOT [15]. B TskEnpIX ciaydasx npu
Hed(p(PEeKTUBHOCTH MEIMKAMEHTO3HOW Tepa-
1M 1100 HENEepEeHOCUMOCTH JICKApCTBEHHBIX
MpernapaToB MOXKeT TOoTpeboBaThCsA adepe3
munoniporenHoB (AJI) [12, 23, 24]. AJI — at0
9KCTPAKOPIOPATBbHBIN METON JIeUeHHs, C TI0-
MOIIBI0 KOTOPOTO IMPOBOJAT MPELUITUTAIHIO
JIIHII. Oana npoueanypa AJl ciocobna cHu-
3uth ypoeHb XC-JIITHII na 50% ot ucxon-
HOU. PexoMeHyeTcsl ero npoBEACHUE €KEHE-
nenpHO win 1 pa3 B aBe Hemenu [12, 15, 25].

[Ipemaparbl, oCHOBaHHBIE Ha HMHTHOUPO-
Banuu PSCK9, mnokasanm BO3MOXKHOCTb HMX

MIPUMEHEHUS JJIs OOJIBIIOrOo YHciia MalleHTOB
c rereposurotHoit CI'XC, xorna He yaaérces 10-
outbes cHmkeHus nokaszareneir XC-JIITHIT va
BBICOKHX J103aX CTaTHHOB WJIH KOTJa HaOIo1a-
eTCsI X HeTIepEeHOCUMOCTH [ 8, 26]. beut mpoBe-
néu psin uccnenosanuii (LAPLASE-2, RUTH-
EFORD-2), xotopsble moka3aiu 3HaYUTEIbHOE
cHmwkenue ypoBHs XC-JIITHII. LAPLASE-2
nokaszan cHwkenue ypoHa XC-JIITHII y pe-
3UCTEHTHBIX MMAIMEHTOB K TepAIiH CTaTHHAMHU
Ha 62—65% ot ucxomguoro ypoBHs [25]. B uc-
cnenoBannu RUTHEFORD-2 6b1510 4 rpymist
nanuenToB. [lepBas rpynma mosiydana 3Bo-
nokymab B no3e 140 mr 1 pa3 B aBe Heneunw,
BTOpas — 420 mr 1 pa3 B Mecsll, TPEThs — MJIa-
11e6o 1 pa3 B 1Be HeeNu M YeTBepTas — Iia-
1e6o 1 pa3 B mecs1l. Bece manueHThl momydann
MaKCHUMAaJIbHO TEPEeHOCHUMYIO 103y CTaTHHOB
1 62% TMalueHTOB JOMOJHUTEIHHO MONyda-
7 33eTeMu0. B 0benx rpynmnax mauMeHToB Ha
sBonokymabe camsuiicst yposenb JITTHIT Ha 61
1 63 % COOTBETCTBEHHO B T€UE€HUE 12 Henenb.
B nocnenytomem yposensb JIITHIT cocraBui
MeHee 1,8 mMmonb/n y 67% NAlMeHTOB u3
nepBo# rpynmnsl U 88 % u3 Bropoit [17]. B Ha-
CTOsIIIIEE BPEMsI HET HIMPOKOTO MPHUMEHEHUS
naruoutopoB PSCK9 (anupoxymad, 3BOJIOKY-
Ma0), B CBSI3H C BEICOKOH CTOMMOCTBIO JAHHBIX
npemnaparoB. Tak, CTOUMOCTBh Kypca Tepanuu
IBOJIOKyMaboM Ha 1 MecsIl cOCTaBIseT OKO-
so 30-35 Teicsu pyoneit [12, 15]. B namei
CTpPaHE YK€ €CTb MalUEHTHl, KOTOpbIE MONIy-
YaroT JIaHHBIA BUJI JICUEHUS OECIUIATHO, HO UX
kpaitHe mano [12, 15]. becruiarHas Tepanus
uaruouropamu PSCK9 mpoBomutcs B pam-
Kax OJIarOTBOPUTENBHBIX aKIMH OT JTUIHIHBIX
HEHTPOB cyOBekToB Poccuiickoit denepannu.
Tak kak cyliecTByeT Hepa3pblBHas CBSI3b MEXK-
ny reCI'’XC u UBC, To neuenne reCI'XC cBo-
JIUTCSL K CEPIEeYHO-COCYNUCTON MPO(UIaKTH-
Ke, ¥ OT TOTO, HACKOJIbKO CBOEBPEMEHHO OyIeT
JIMAarHOCTHPOBAHO JaHHOE 3aboyieBaHue, Ha-
CKOJIBKO aJIeKBaTHOE JiedeHHe Oy/IeT MoiTydaTh
nanueHT, 3aBUcUT BpeMs passutus UBC, eé
TSOKECTh U TATbHEUIIINI POTHO3 JITSI JKU3HU.
W3BecTHO, YTO TPOHUIAKTHKE CepAEIHO-
COCYIHCTHIX 3a00JI€BaHII OTBOAUTCS OOJIBIITIOE
3Ha4Y€HHUe, TaK KaKk OHU CTOAT Ha IEPBOM MECTe
cpeau npuuuH cMeptu. [loaromy st cepaeu-
HO-COCYIUCTOM MPOQUIAKTUKH B CEMBSIX MPO-
banna ¢ reCI'’XC npoBoauTcs CeMeHHbIN Ka-
ckaaHbIi ckpuHUHT [12, 27, 28]. Kackaanblii
CKPUHHHT TIPOBOIUTCS CPEAH POJCTBEHHHUKOB
MepBOM M BTOpOW JNUHUM poncTBa. OH BKIIIO-
qaeT B ce0sl Te K€ METOJbl AUATHOCTUKHU, YTO
u uis npobaHzia, U Te KE caMmble KPHUTEPHUH.
OpnHako JUIsi CeMEeWHOTO KacKaJHOTO CKPUHUH-
ra npeanoururenbHee JIHK-ananus, tak kak
(eHOTUITUECKHE TIPOSIBIICHUS W IHArHOCTH-
YeCKHe KPUTEPUHU MOTYT BOBCE OTCYTCTBOBATh.
KackagHblii CKpUHHMHI T103BOJIIET BBIIBUTH
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reCI'’XC na paHHHX CTamusx, Korga eme He
chopMUpOBAINCH 3a00JI€BaHUS CEPIIEUHO-CO-
CYIUCTON CHCTEMBI.

3aKjoueHue

Taxum 06pazom, HECMOTPS Ha JTOCTIKEHHS
COBPEMECHHOW MEAWIIMHBI, TIOMOIIb MaIlieH-
taM ¢ TeCI'XC maneka ot nacanpHOu. I maBHast
npo0eMa 3aKII0UaeTCsl Kak Pa3 B BBISBICHUU
TaKuX ManueHToB. HecBoeBpeMEeHHOCTh NHa-
THOCTHKH Y JIUII CO CKPBITBIME (POPMAMHU BEJIET
K Pa3BUTHUIO U MPOTPECCUPOBAHUIO HIIIEMHUYE-
ckoil 6ome3nn cepama. OOparneHne K Bpady,
K COXXQJICHUIO, TIPOUCXOIUT TPH YK€ BO3HHUK-
mux 3a00JIeBaHUSIX  CEPIIEUHO-COCYIUCTOM
CUCTEMBI, 4YTO SIBJISETCS MPOOJIeMON paHHEH
nuarHoctuku reCI'XC. Bpauu-xapauosnoru,
B CBOIO O4Yepellb, JODKHBI TIOMHUTH O JaHHOMN
TIPUIHIHE TTOBBIIMICHUS JTUTIOTIPOTEHHOB HU3KOH
I0THOCTH, Tofo3peBarh reCI'XC mpu rumep-
XOJIECTepPUHEMUHN, HE TMOITAIONICHCS Tepanuu
craTuHaMHu. BeJab BO3MOKHO HENOCTHIKECHUE
KOHTPOJIBHBIX IH(p 00YCIOBICHO HATHYUEM
y TalMeHTa Takoro 3a00JIeBaHus, KaK IreTepo-
3UTOTHAsI CeMEeWHas THIePXOJIeCTePHHEMHUSI.
C mOMOIIIBIO TIPOCTHIX KPUTEPUEB JUATHOCTHU-
ku reCI'XC MBI MOKEM OTOOpATh MAIUEHTOB,
y KoTopbIx mpeamnonaraeM auarxo3 reCI'XC.
Cpenu 3Tux JIAIl MOJKEM ONPEAEIUTh TeX, KTO
nyxnaerca B JJHK-ananuse mist nonreepxe-
HHS AWarHO3a M JaJTbHEHUIIIero HarmpaBiIeHUS
Ha TOJTy4YeHUE OCCIIaTHOTO JICYCHHS TapreT-
HBIMU TIpenapatamu — naruoutopamu PSCK9.
B Hacrosiiiee Bpemsi CMEPTHOCTD OT CEPIICUHO-
COCYIUCTOH MaTOJOTHH CTOUT Ha IEePBOM Me-
CTe Cpeld BCEX MPUYHH CMEPTHOCTH W OOIb-
[Ioe BHUMAaHHE yaemseTcs e€ mpoduiIakTHKe.
Brisisiienne reCI'’XC — 3T0 He TOJIBKO CTaH-
JapTHas TIOCTAHOBKA JMATHO3a U HAa3HAUCHUE
JICYEHUsI, HO M TPOQUIAKTHKA CEePICYHO-CO-
CYIIUCTBIX 3200JIeBaHUI U COOBITHH, a 3TO TO,
K Y€MY CTPEMHUTCSI COBPEMEHHAsI MEIUITNHA.
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