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KopoHnapHast Xupyprust 1 5HI0BaCKyJIIpHbIE KOPOHAPHBIE BMELIATENLCTBA O3BOJIMIN CYIIE-
CTBEHHO CHU3UTh CMEPTHOCTh W MHBAIMAN3AINIO OT OCTPBIX M XPOHMUYECKHUX (POPM HIIIEMH-
yeckoii 6one3nn cepana B KpacHomapckoM kpae. B momckax myTeit mo panpHewmemMy yimyd-
IIEHUIO 3THUX TTOKa3aTeneil OoJblie BHUMAHHS CTaJlo YIENATHCS BOMPOCAM CBOEBPEMEHHO-
TO BBIABICHHSA (PAaKTOPOB PHUCKA aTePOCKIEPOTHIECKUX CEPICYHO-COCYMCTHIX 3a00IeBaHMI
(ACC3) 1 ux nepBUIHON MPODUIAKTHKH, 0COOCHHO Cpear PadoTOCIOCOOHOTO HACETICHUSI.
C »tux mo3unmii cemeitnas runepxonecrepuneMus (CI'XC) xak 3a0oneBanue, CBsI3aHHOE
¢ o4eHb BbICOKUM puckoM ACC3, npuyem 4acTo B MOJIOJIOM BO3pacTe, SBJISETCS OIHOMN U3
3HAUYMUMBIX TOYEK MPUIIOKEHHUS YCHIINI Mo Mpo(rirakTuke 3a00IeBaeMOCTH M CMEPTHOCTH
ot ACC3. B nocnegnue roibl Ha OCHOBaHUU BBIIOJHEHHBIX SMUAEMUOIOTHYECKUX U PErt-
CTPOBBIX MCCIIEAOBAHUM MPOU30LLIEN CYIIECTBEHHBIN EPECMOTP MPEJICTaBIEHUH O pacpo-
ctpanennoctu CI'XC, B pesynbTare 1aHHOE 3200JI€BaHNE CYUTACTCS HE CTONb YK PEIKUM:
~1:200 - 1:250 B oOme#t momymsiuuu. Hu3kas ocBeTOMIIEHHOCTh CpeM HACEJICHUS U Bpa-
ueil 0 CI'XC B Poccun u KpacHonapckoM kpae, KpaliHe HU3Kasl BBISIBISIEMOCTh, OTCYTCTBHE
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B crarbe ocBemaroTcsi COBpeMeHHbIE MOAXO/b! K quarHoctuke u aeuenuro CI'XC, npuso-
JATCS KIMHUYECKHE CITydad M3 COOCTBEHHOW KIMHUYECKON MPaKTHKH, a Takke o0cyxa-
FOTCSI BO3MOXHBIE 1IATU 110 OpraHu3aliy CBOEBPEMEHHOTO BbIsiBICHUS U JieueHus: CI'XC.

aTepOoCKIIepO3, CeMEHHas TUIEPXOJIeCTEPUHEMHS, HHPAPKT.

A.M. Hamuroxos, https://0000-0002-5866-506X
B.K. 3adupaku, https://0000-0003-3883-8696
B.U. ®etncora, https://0000-0003-1468-5074
E.JI. Kocmauesa, https://0000-0001-8600-0199

A.M. Namitokov'", V.K. Zafiraki? V.I. Fetisova? E.D. Kosmacheva'?

FAMILY HYPERCHOLESTEREMIA IN KRASNODAR REGION:

ISSUES AND HOW TO SOLVE THEM

'Scientific Research Institute - Ochapovsky Regional Clinical Hospital #1, Krasnodar, Russia
2Kuban State Medical University, Krasnodar, Russia

D1 " A.M. Namitokov, Scientific Research Institute — Ochapovsky Regional Clinical Hospital #1, 350086, Krasnodar, 167,
1t May street, e-mail: namitokov.alim@gmail.com

Coronary surgery and endovascular coronary interventions allowed significantly reduce
mortality and an invalidization caused by sharp and chronic forms of coronary heart disease
in Krasnodar Region. Searching ways for further improvement of these indicators we start
paying more attention to problems of timely identification of risk factors in cases with
atherosclerotic cardiovascular diseases (ACD) and their primary prevention, especially
among the efficient labor pool.

From this point of view family hypercholesterolemia (SGHS) as a disease connected with
a very high risk of ACD and frequently at young age, is one of the significant points of
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effort application for prevention of incidence and mortality from ACD. In recent years on
the basis of the executed epidemiological and register researches there was a significant
revision of ideas on possible prevalence of SGHS, as a result this disease is considered not
to be so rare: ~ 1:200 - 1:250 in a general population. Low awareness among the population
and physicians on SGHS in Russia and Krasnodar Region, its extremely low detection
frequency, lack of information about real prevalence of this pathology lead to the fact that
the correct diagnosis is very seldom verified, and modern treatment which is capable to
change the course of a disease is carried out.

Modern approaches of diagnosis and treatment for SGHS are presented in this article,
clinical cases from own clinical practice are described and also, we discuss possible steps

on the organization of timely identification and treatment of SGHS.
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Cewmeitnas runepxonectepunemusi (CI'XC) — moHo-
TeHHOE ayTOCOMHO-IOMHUHAHTHOE 3a0O0JieBaHUE, CBS3aH-
HO€ C HapylIEHHEM pPELENTOP-ONOCPEAOBAHHOIO CBSI3bI-
BaHUS JMIONPOTEHHOB HM3KOW rotHocTH (JITTHIT) m
3HAUUTENIbHBIM YBEJIMYEHUEM HMX KOHIEHTpAalUd B KpO-
By, npuueM CI'XC — camoe yacroe MOHOTEHHOE 3a-
Ooneanue 4enopeka [1]. Tlpu rereposurotHoit CI'XC
(I'eCI'XC) y 0OonbHOrO MMEETCs OJWH MYTAHTHBIM aj-
JIelTb KaKoro-TMOO W3 TE€HOB, OTBETCTBEHHBIX 32 CHUHTE3
peuentopa JIITHIT (pJIITHIT), anonumomnporenna B100
1100 TIPONIPOTENHKOHBEPTA3bICYOTHIIN3NH-KEKCHH 9 THTIa
(PCSK9) — 06enkoBbIX MOJIEKYJ, HETIOCPEJACTBEHHO Y4a-
CTBYIOIIMX B PELENTOPHOM MOIIOUICHUN KJIETKOM YacTHUI
JIITHIT, a nmpu romozurotHoii CI'XC (I'oCI'XC) umeetcs
JIBa TaKUX MYTaHTHBIX aiiens [2]. buomorunueckas ponb
JIITHIT, kak MpUHSTO CYUTATh, 3aKIIOYAETCS B TPAHCIIOP-
Te K Ki1eTkaM xojectepuna (XC) ¥ KOBaJIGHTHO CBS3aHHBIX
C HUM TIOJMHEHACHIICHHBIX XKHUpHBIX KucioT (ITHXKK)
[3]. B cBsi3u ¢ 3TUM HapylleHHEe YTHIM3AIMKA KIETKaMHU
JIITHIT mpu CI'XC npuBOIUT K BBIPAKEHHOHN THIIEpXOJie-
crepunemun (I'’XC), KoTopast pa3BUBaeTCs y’Ke B paHHEM
JETCKOM BO3PAacTe U COMPOBOXKIAET OOJIBHOTO B TECUCHUE
Bcel xu3Hu. Hanbonee BaKHBIM KIMHUYECKU 3HAUMMBIM
CIIEAICTBUEM JUINTEILHONW SKCIO3UIIMU BBHICOKUX KOHIICH-
Tparmii XC sBIseTcs MPeXIECBPEMEHHOE Pa3BUTHE are-
POCKIIEpPOTHYECKHX CEPACYHO-COCYIUCTBIX 3a00JICBaHUI
ACC3): umemunueckorr 6onesnu cepaua (MBC), wuime-
MHUYECKOTO HMHCYJBTA, OOJMTEPUPYIOLIETO aTepOCKIEpO-
3a apTepuil HWKHUX KOHEUHOCTEH M aTepocKieposa Japy-
THUX JIOKQJIM3alui, MpUYeM MEPBBIM IpaMaTHIECKUM Ipo-
SIBICHUEM HCIOABONbL pa3BuBatomiero npu CI'XC arepo-
CKJIepo3a 4acTo okasbiBaercsi MH(apkT muokapaa (MM),
BO3HHUKAIOIIUN B CPABHUTEIBHO MOJIOJJOM BO3pacTe (10
55 net - y myxuuH u 110 60 set - y xeHuH) [4].

HuTepec k CI'XC B mocieaHue roibl BO BCEM MUPE 3Ha-
YUTENBHO YCHJIMIICS, YTO MOXKET OOBSCHSTBCS Pa3padoT-
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KOM M BHEJIPEHHEM HOBBIX METOIOB TUATHOCTUKH U JIeue-
HUS JIAaHHOTO 3a00JIeBaHMs, & TAKKe MOSBICHUEM Pe3yJibTa-
TOB 3IUIEMHUOJIOTUYECKUX HCCIIEIOBAHNH, CBUICTEIIBCTBY-
IOIIMX O TOpa3io OoJiee BBICOKOW PaclpOCTPaHEHHOCTH
JTAHHOM MAaTOJIOTUH, YeM 3TO OBLIO MPUHSTO CUUTATh PaHEe.

Tak, M0 AaHHBIM KPYMHOTO SMUAEMHOJIOTUYECKOrO
UCCIIEJIOBAHUs, BBIOJHEHHOTO HenaBHO B Jlanum, ya-
crota [eCI'’XC B o6mieli momyisinuu okasaigach ~1:200
[5], uTO MpHM FKCTPANIONSAIHMH JTa€T BEIUUYUHY 37 MHUIIIU-
OHOB OOJIBHBIX BO BceM mupe. B 1o e Bpems, [oCI'XC
— KpaiiHe penKas reHeTHYecKasl MaToNOTUs C YacTOTOU
1:160000 — 1:300000 [6], umetotias oHAKO KpaliHe He-
OnaronpusATHBIN MPOrHO3 W3-32 OYEHb PAHHETO Pa3BUTHS
aTePOCKICPOTUUECKUX 3a00IeBaHU.

Cosznanne KpynHbIX peructpoB 6ombHbIX CI'XC, pas-
paboTKa ¥ BHEIPEHUE B KIIMHUYECKYIO IPAKTHKY T€HETH-
YECKUX TECTOB, LIMPOKOE HCIOIB30BAaHHE TEpPAlHUM CTa-
TUHAMH, TOSBJICHUE HOBBIX THIOJIUMHICMHYECKHUX Ipe-
naparoB (nHruoutopsl PCSK9, aHTHCMBICIIOBBIE OJUTO-
HYKJIEOTH/Ibl) U HEMEIUKAMEHTO3HBIX METOJOB JICUCHUS
(mpesxxne Bcero, adepes JINTHIT) — Bce 3T0 1O3BOJIHIIO J10-
outbest B XX Beke 3HAYMTENBHBIX YCIIEXOB IO BhISIBIIC-
Huto 00sbHBIX CI'XC M yBeNTWYEHHUIO MPOJOKUTEIBHO-
CTH >KM3HHU TIPH 3TOM TAXKEJI0H MaTOIOTHH.

B Poccuiickoit ®enepannu moka HET HAJEKHBIX AIU-
JNEMHOJOTHUECKUX JAaHHBIX [0 PacHpOCTPAHEHHOCTH
CI'XC, xotopsbie ObI OTpaXkalli CUTYAIIUIO TI0 MHOTUM pe-
THOHaM, oJiHaKo B 3amagHoil Cubupu B paMKax KpyIHO-
ro snuaemuosorudeckoro rnpoekta ESSE-RF Obuia ycra-
HOBJIEHa BbIcokasi pactpoctpaneHHocth CI'XC — 1:108
[7]. ITpu sKCTpanosIuK JaHHBIX €BPOMEHCKUX UCCIIEN0-
BaTesiell MOXKHO OXKUJATh, UTO B HAIlIEH CTpaHe MPOKUBa-
eT nopsijka ceMucoT Thicsid 0onbHBIX [€CI'XC 1 OT ThI-
cstum 10 nosytopa — 6ombHbIX [0CT'XC.

B KpacHomapckoM Kpae 10 OCIIEAHEro BpEMEHH Mpo-
onemoii CI'XC He 3aHMMAJIUCh COBCEM, TIOITOMY HET HU-
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KaKHUX MCXOJIHBIX JJAHHBIX XOTsI OBI /Uil caMoil pHOIU3H-
TEIbHON OLIEHKH PaclpOCTPAHEHHOCTHU 3TOM MATOJIOTUH B
HalleM peruoHe. TPyIHOCTb TaKOM OLEHKHU CBs3aHa €lle
U C 4YPEe3BbIYAMHOI HEOJHOPOIHOCTHIO HAIHMOHAJIBHOIO
cocTtaBa HaceneHus kpad. [Ipu dncieHHOCTH HaceneHus
5,7 MIH. KCTPAIOIISAIUS TACT OKOJIO 28 THICSY OONBHBIX
I'eCI'XC u nopsiaxa tpuauatu 6oneHbIX [0CI'XC.

B pamkax nesrenpHOCTH opraHu3oBaHHOro B 2016 r
Ha 6a3e ['ocynapcTBEHHOTO OIOKETHOTO YUPEKICHNUS 3/1pa-
BooxpaHeHust «Hay4Ho-uccnenoBarenbCkuii UHCTUTYT —
Kpaesas xmmangeckas 6ompauia Nely» (I'bY3 «HHUM KKb
Nel») munumHOTO IEHTpa MPOBOAUTCS BBISBICHHUE, UArHO-
cruka u sedenne OompHBIX CI'XC. B kxapmuomormueckue
otnenenusa [ BY3 «HUU — KKbB Nel» B Teuenue roma ro-
crimTanusupyercst nopsaka 2500 G0IBHBIX ¢ OCTPBIM KOPO-
HapubM cuHIpoMoM (OKC). Cpean HUX OKOJIO TPETH CO-
CTaBIISIOT MAaIMeHTsl ¢ paHHUM pazButueM UBC (Myxun-
HBI — 70 55 7er, seHmuHb — 10 60 ner). imeHHo cpenu Ta-
Knx OonbHBIX Poccuiickne pekoMeHIaluy Mo JUarHOCTH-
ke u jedeHnto CI'XC mpeanuceBaioT MpOBOANTD LIENIEBOH
ckpuHUHT 60nbHBIX CI'XC [8]. Hpyras kareropus maryeH-
TOB, cpeay KoTopbIx 1eneBoi ckpuHuHr CI'XC npusHaer-
csl 1ieriecoo0pa3HpIM — JuIfa crapiie 18 siet ¢ yposHem XC
> 7,5 mmonns/1 nn XC JITTHIT > 4,9 mmons/mn, a Takke npu
HAJIMYUN KOKHBIX MJIH CYXOXKHMJIBHBIX KCAHTOM.

CylmiecTByeT HECKOJIBKO CHCTEM JHarHOCTHYECKHX
kpurepueB CI'XC, u3 KOTOpbIX Hanbonee ynoTpeonuTensb-

HOW B MHpE SIBIIIETCSI CHCTeMa KpuTepues [oimanackux
mumuaabix kmuHEK ((Dutch Lipid Clinic Network criteria,
DLCN) [9]. Ot xputepun Mbl IPUMEHAEM TIPH 1IETEBOM
ckpununre 6onbHBIX CI'XC ¢ pannum passutuem MBC.
Kpurepun DLCN BKIIOYarOT OLEHKY CIETYIOUIUX KITH-
HUYECKUX U JTJaOOPaTOPHBIX JaHHBIX: CEMEIHbIH aHaMHe3
TUIEPXOJIECTEPUHEMUH U PaHHUX aTepOCKJIEPOTHYECKUX
3a00JIeBaHUI; WHIWBUAYAIbHBI aHAMHE3 PaHHUX aTe-
POCKIIEpOTHYECKHX 3a00JIeBaHUM, BBIABICHHBIX IIPH (Hu-
3MKaJIbHOM HMCCIIEA0BAHUH CyXO)KHIIbHBIE KCAHTOMBI HMITH
JTUTOUIHAS TyTa POTOBHIEI (B BO3pacTe A0 45 neT); ypo-
BeHb XC JIITHII; pe3ynsrarel reneTndeckux Tectos. Bec
CHUMIITOMOB H3MepsieTcs B Oayuiax, a UX CyMMa MO3BOJISET
OLIEHUTH BeposATHOCTh Hanmnuus y naruenta CI'’XC B ka-
TEropusax OT «ompenesieHHas» (>8 6ayoB) 10 «MaoBe-
positHas» (0 - 2 Gamna).

Heckomnbko MpHUBeIEHHBIX HIDKE KIMHUYECKUX MpHUMe-
POB WJLTIOCTPUPYIOT I0OCTATOYHO TUITMYHbIE CUTYallUH, CBS-
3aHHbIe ¢ runoanarsocTukoit CI'XC u npexieBpeMeHHbIM
pa3BUTHEM TSKENIOTO aTepocKiIepo3a y TaKuX OOJBHBIX.

Kaunuueckuui cnyuaii 1

Myoicyuna, 36 nem, TOCIUTAIN3UPOBAH C KIMHUKOU
ctabunpHON cteHokapauu 11l GpyHKIIMOHATBPHOTO Kiacca
(anrmHO3HBIC 0OMH MpH XOAK0e Ha HEOONBIINE PaccTo-
sHus, nopsaaka 30 metpos). JlonomHuTeNbHBIE (HAKTOPEI
pHCKa Pa3BUTHUS aTepOCKIIepo3a — KypeHne 1 oxupenue |
creniean. CeMEHHBIN aHAMHE3 OTATOIICH — OTEI yMep OT

Taonuuya 1.
Kpurepun qnarnosa I'eCI'XC Ceru rosnanjacknx aunuaabix kJauHuK (DLCN)
Table 1.
Diagnostic criteria of heterozygous familial hypercholesterolemia according to Dutch Lipid Clinic Network (DLCN)
I'pynnsl npu3HaKoB Bajibl
CeMelHbIl aHaMHEe3
Pannee passutne VbC (<55 net — y Mmy»xunH 1 <60 JeT — y )KCHIINH) y POJCTBEHHUKA
1 crenenu ponctea NJIN 1
[osbimenue ypoHs XC JIITHIT > 95-ro npoueHTuist (47151 COOTBETCTBYIOIIETO BO3pacTa U moJja
B JTaHHOI CTpaHe) y POACTBEHHHKA | CTETIeH! PO/ICTBa 1
Cyx0XUJIbHBIE KCAHTOMBI WITH JIUIIOUIHAS TyTa POTOBUIIBI (10 45 11eT) y pOACTBEHHHKA
1 crenienn poxcrea NJIN 2
Hetu no 18 net ¢ XC JITTHIT >95-ro npotueHTHIIs (U1t COOTBETCTBYIONIETO BO3pACTa U T0JIa
B JJAaHHOM CTpaHe) 2
Knunuuecknit anamHe3
Pannee passutne VBC (<55 net y myxunH 1 <60 JeT y )KeHIINH) y TalieHTa 2
Pannee pasurtue (<55 net y Myk4uH U <60 JIeT y *KEHIIIH) UIIIEMHIYCCKOTO HHCYIbTA
I CUMIITOMHOTO aTe€pOCKIIepo3a Nepu(epuiecKix apTepuil y namueHra 1
OU3UKAIBHOE UCCIIEI0BAHNE
CyX0XUIIbHBIE KCAHTOMBI 6
JIunouaHast Iyra poroBUIbI B Bo3pacTe 10 45 net 4
VYposenp XC JITTHIT
>8,5 MMOJIB/TT 8
6,5—8,4 MMonb/1 5
5,0—6,4 MMoIIb/n 3
4,0—4,9 MmMoie/n 1
Pe3ynbraThl FeHETUUECKOIO aHAIN3a
BrrsBnenue (QyHKIIHOHATBHO 3HAYMMON MyTauuu B reHax pJIITHII, anoB-100, PCSK9 8
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Puc. 1. Jloxmesast obnacmov nocie yoanenue KCanmomnl y
bonbHo2o A. ¢ cemelinoil eunepxoiecmepuremuet

Figure 1. Cubital region after xanthoma removal in patient A,
with familial hypercholesterolemia

UM B 40 net. HeomHOKpaTHO BBHIIOIHSIT KOCMETHYECKUE
onepaluy — ylaJeHHue KCAHTeNla3M Ha BEKaX U KCAaHTOM
Ha JOKTAX (pHc. 1).

BoceMms jeT Ha3aj MOSBHIMCH TUNYHBIE aHTMHO3HbIE
0071, IePEHOCUMOCTh (PU3MIECKUX HArpy30K MOCTEHEH-
HO CHHMYKaJach, OIHAKO KIMHHYECKas KapTUHA Obuia pac-
LIEHEHa Bpa4yaMH KakK [IPOsBIEHHs ILEHHO-TPYIHOIO OCTEO0-
XOHZIpO3a — MO-BUIMMOMY, B CBSI3U C MOJIOIBIM BO3PACTOM
nauueHTa. [Ipu Qpu3uKaIbHOM OCMOTpE OBUTH BBISBIICHBI
KCaHTOMBI aXUJUIOBBIX CYyXOXKHJIMH, BCIEACTBHE YEro Mpo-
M30ILILIO YTONIICHHE U JIeopMalusi CyXoxKmIni (puc. 2).

HecmoTps Ha BecbMa XapakTEpHYIO KIMHHYECKYIO
kaptuHy CI'XC, manueHTy HMKOI[a HE U3MEpsUId KOH-
nentpauuto XC B kpoBu. Yposens XC JIITHII mpu mo-
CTYIJICHUM B HAaIly KIMHUKY — 9,8 Mmoib/a. CornmacHo
kputepusM auarHoza CI'XC CeTH romiaHACKHX JIAMUA-
HbIX KIMHUK DLCN, namuent umeer 16 6amios (8 Oai-
noB 3a XC JITHIT>8,5 MMob/i1, 6 6aJlIOB 32 CYXOXKHIIb-
HbIEe KCAaHTOMBI U 2 6asuia 3a pannee passutue MbBC), To
ecthb «onpeneneHHas CI'XCy.

[pu xoponapoanruorpaduu (KAI') oOHapy»)eHO Kpu-
THUYECKOE TOpPaKEHHE BCEX TpPeX KOPOHAPHBIX apTepui,

Puc. 2. Cyxoorcunvras kcanmoma (axuinoso cyxoxcunue)
y 6onbHo20 A. ¢ cemetinoil eunepxonecmepuremuet

Figure 2. Tendon xanthoma (Achilles tendon) in patient A,
with familial hypercholesterolemia

NPOBEJCHUE PEBACKYIISIPU3ALMN MUOKapaa ObUIO NMpH3HA-
HO HEBO3MO)KHBIM BBHY NPOTSHKEHHOTO 1 dy3HOro are-
POCKIIEpO3a ¢ MHOTOYPOBHEBBIMU OKKITIO3USIMU (puC. 3).
Ha ¢oHe npoBoauMO# THIIOIUNHIEMUYSCKON U aH-
THAHTUHAIBHOH Teparnuu (kpectop 20 mr, »3eTuMud 10
MI, KOHKOp 5 Mr, aneruicanuuuioBas kuciaora 100 mr)
Ipu ocMOTpe yepe3 18 MecsleB COCTOSHHUE MallUEeH-
Ta 3HAYUTEIILHO YIyYIIMIOCH: (DYHKIMOHAIBHBIN Kiacc
CTEHOKapAuu HanpspkeHus ymensmwics ¢ IV o 1, ypo-
Bedb XC cHusuics 1o 4,6 mmons/a, a XC JIITHIT — no
3,5 mMonb/1. TakuM 00pa3oM, HECMOTPsI Ha OTCYTCTBHE
BO3MOKHOCTH BBIIIOJIHUTh PEBACKYJIPU3ALUI0 MHOKap-
Jla, UHTEHCUBHAsI TUIOJIUIHMIEMHUYECKasl Tepanust B Co-
YeTaHUM C AHTHAHTMHAJIBHBIMU CPEICTBAMH I103BOJIH-
na y OonpHoOro ¢ TspkensiMu nposiBieHusMu CIXC u
WBC 3HauUTENBHO YIYYLIMTh [EPEHOCHMOCTb (hU3Mue-
CKUX Harpy30K M, KaK 0XHJaJl0Ch, TporHo3. OQHako oT-
CYTCTBHE JOJIKHOH HAaCTOPOKEHHOCTH M HE3HAHHE KIIH-
Huueckux mnposiaeHuit CI'’XC BpauaMu CMEKHBIX CIIe-
UaJbHOCTeH (TepameBTOM, OQTaIbMOIOIOM, XUPYp-
TOM) MpPUBENN K MO3JHENH NUAarHOCTHKE M TMO3HEMY Ha-
qajy Jie4YeHHs NOTEHIMAIBHO (aTajJbHOTO 3a00JICBaHUSL.

Puc. 3. A-B Koponapoaneuozpamma 6016Ho20 A. ¢ 0uacno3om «cemelinas sunepxoniecmepuHemussy
Figure 3. A-B coronary angiography in in patient A, with ‘familial hypercholesterolemia’ diagnosis
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JlokazaHa CIOCOOHOCTh MHTCHCHBHOM T'HITOJMIIHICMU-
YeCcKOM Tepanuu yiaydiars nporao3 y 6ompHeix CI'XC
[10-12], moaToMy Kak MOXKHO Oojiee paHHEEe HAJalo Jie-
YEeHHUS MO3BOJIAET Y TAaKUX OOJBHBIX 3HAUUTEIHHO OTCPO-
YUTh Pa3BUTHE 3a00JI€BaHUH, CBI3aHHBIX C aTEPOCKIIEPO-
30M M YBEIMYHTH MPOAODKUTENFHOCTE KHU3HU. LleneBoii
yposenb it XC JIITHIT y 6onpabix CI'XC 6e3 arepo-
CKJIICpOTUYECKUX 3a0oJeBaHMii — MeHee 2,6 MMONb/I, a
pu UX Hanuuuu — MeHee 1,8 MMomb/n (Poccuiickue pe-
KOMEHJIAIINM YCTaHABJIMBAIOT ele 0ojiee JKeCTKHUH 1ierne-
Boit ypoBenb XC JIITHIT — menee 1,5 mmons/m). Joctur-
HyTb cToib HU3KkuX ypoBHeit XC JIITHIT npu CI'XC c uc-
XOJHO OY€Hb BBICOKMMM €TO KOHLIEHTPAIMAMU — BEChMa
HempocTas 3a7ada. Ha ¢oHe neueHns MakCUMaIbHBIMU
TEpaneBTHYECKUMH JINO0 MaKCHMAaJIbHO MEePEeHOCHMBIMHU
JI03aMHU CTaTWHOB B COYETAHUH C 33eTUMHOOM miu 0e3
Hero, cpenauii yposenb XC JHIHIL, mo maHHBIM OmHO-
T0 U3 KPYMHBIX PETUCTPOB, COCTABISLN 3,6+1,5 MMOnb/T,
npudeM ypoHs XC JIITHII <2,6 mmons/a ynanocs s1o-
CTHYB TOJBKO y 61% GompHbIX [13].

Knunuuecxuii cayuan 2

Kenwuna, 44 200a, TOCIUTAIU3UPOBAHA C KIMHUKON
BIIEpBBIE BO3HMKIIEH cTeHOKapauu (Ha yposHe III ¢yHK-
LIMOHAJIBHOTO Kiacca). [lo naHHBIM aHaMHe3a, cTapuias
cecTpa TepeHecia KOpOHApHOe IIYHTHPOBAaHKE B BO3pac-
Te 45 7net, y Hee ObUT BBISBICH OYEHb BBICOKHII YpOBEHb
XC (MakcuMaJbHBIN — 18 MMOITB/1T). Y caMoil TTaIlueHTKH
5 ner Hazax oOHapyxeHO moBbleHne ypoBHa XC mo 13
mmModb/in, XC JIITHIT 9,7 MMoib/1, OIHAKO 3a JeYeHUEM
He oOparmanach, T.K. CAMOYYBCTBHE OBbUIO YIOBJIETBOPH-
TesbHBIM. [larieHTKa akTHBHO 3aHMMaJlach CIIOPTOM, CO-
Oro/1ana THIOIMITHIEMUYECKYI0 TMEeTY M BeJla 370POBBIH
obpa3 xus3HU. [Ipn KAI' BbIBIEH KpUTHUECKHH CTEHO3
orubatomieit aprepun (OA) u 60%-HbIi CTCHO3 TepeHeN
nucxoxpauieit aprepun (ITHA), mo moBosy uero BeINOJIHEHA
aHTHOIJIACTHKA cO cTeHTHpoBaHneM OA, Ha3HaueHa Tepa-
st posyBactatiHoM 40 Mr/cyT. [lokasaHo, 4TO mporpec-
CHpOBaHHE KOPOHApHOIO aTepOCKJIepO3a OCTaHABIMBACT-
cs1, TMOO MPOUCXOIUT YMEHbIIIEHHEe 00beMa aTepoM JINIIb
nipu yposasax XC JIITHII menee 1,8 mmons/n [14], B cB3u
C YeM He MCKIIIOYEHO, YTO HEAOCTI)KEHHE JTOH Lenu I'H-
MOJTUIIUIEMUYECKOM Tepaliiu MOXKeT IIPUBECTH K MPOrpec-
CHPOBaHUIO arepockieposa B Oacceitne [THA wmm npyrux
apTepuii, 1 B OyaIyIleM MaleHTKe NoTpeOyeTcsl MOBTOp-
HOE OllepaTUBHOE BMemaTeabcTBO. COMTacHO KPUTEPHSIM
DLCN, y nanmentkn auarHo3 CI'XC «orpeneneHHbI»:
11 6amnos (8 6amros 3a XC JITTHIT>8,5 mmons/mn, 2 6an-
na 3a parnee pazButue MbC u 1 6amut 3a panHee pa3BuTHe
WBC y poncTtBeHHuKa 1 cTeneHn pojcTsa).

Knunuuecxuii cayuan 3

Kenwuna, 38 nem, TOCIMTATU3UPOBaHA C KIMHUKON
octporo UM. M3 aHamHe3a U3BECTHO, YTO OTEL] yMEP B
MostonoM Bozpacte oT MIM. Panee yposens XC B KpoBH
y O6onbHOM He M3Mepsutn. 3 NomomHUTENbHBIX (PaKTOPOB
pHCKa y MAalMeHTKH BBIABICHO OKUpeHHe | crernenn n cTax

KypeHus 12 mauxa/ier. B cemeiiHom aHamHe3e — paHHee
pazsutue UM (40 net) u cMepTh (55 7€T) OT MOBTOPHOTO
WM y otua. IIpu sxctpennoit KAI' BBISBICHBI OKKITIO3MS
OA u 80%-nsIit cteno3 ITHA. BrimonHena aHrHomniacTu-
Ka cO CTeHTHpOBaHHEM HH(papKT-cBsi3aHHON OA, a uepes
3 Mecsma — mwianoBoe crentuposanue [THA. YposeHs 00-
mero XC 9,44 mmons/n, XC JITTHIT — 7,46 mmons/a. Ha-
3Ha4eH po3yBacTaThH 40 MI/CyT. B KOMOMHAINH C 33€TH-
muoom B 1o3e 10 mr. CormacuHo kpurepusim DLCN, naru-
enTka nMeet 8 6amoB (5 6ammos 3a XC JITHIT B untep-
Base 6,5—8,4 mmonb/m, 2 6ama 3a panee pazsutue UbC u
1 6ann 3a pannee pazsutue bC y poactBennuka 1 cre-
nenn poactea) u auarHo3 CI'XC «seposTHbI». Hecmo-
Tps Ha BHITIOJTHEHHE BpadeOHbIX PEKOMEHAAIMH 110 THIIO-
TUMHUICMAYECKON Tepanun (Ha (poHe mpuemMa peKOMEHI0-
BaHHOW Tepanuu ypoBeHb odmiero XC cuusuics ao 5,07
MMOJIb/1, ypoBeHb XC JITTHIT mo 2,88 mmons/n), y marm-
SHTKH uepe3 nojroja nocie crenruposanus [THA nacty-
MIHJT PELIUINB AHTMHO3HBIX O0JIeil, B CBA3H C YeM Oblia BbI-
nonaeHa twraHoBas KAI. OOHapyXKeHO IMporpeccupoBa-
Hue arepockieposa B I[IKA (c 30 no 80%), a Tarxxe pecre-
Ho3 ctenTa B [IHA (Toranbhas okkiro3us). Kapnunokoman-
JIOW MIPUHSATO pelIeHue O BbIoNHeHUH manosoro KIII.

JIBa mocnemHUX ciaydas AEMOHCTPUPYIOT BO3HHMKHO-
BEHHE TSKEJIOT0 KOPOHAPHOT'O aTepOCKIIepo3a y KeHITHH
(epTHILHOTO BO3pacTa, YT0 CYUTACTCS HOCTATOYHO Pejl-
KUM (pEHOMEHOM B OOIIEH MOMyJsAINN, OJHAKO BIIOJHE
tunnanao gt CI'XC.

IIpuBeneHHbIE BBINIE KIMHUYECKHE CIy4Yad WILIIO-
CTPUPYIOT HECKOJIBKO MPOOJIEM, CBA3aHHBIX C JUATHOCTH-
kot u neuenneM CI'XC, aktyansHbIX U g KpacHonap-
CKOTO Kpasi:

1. Hwuszkas oCBEAOMJIIEHHOCTb U OTCYTCTBHE COOT-
BETCTBYIOIEH HACTOPOKEHHOCTH CPEIU Bpayeil CMex-
HBIX CHENHATbHOCTEN U JaXke CPeay KapHOJIOTOB B OT-
HOIIEHNH CTOJIb CEPhE3HOr0, MOTEHINAIBHO (aTaIbHOTO
3a0oneBanus, kak CI'XC.

2.  Hwuskas ocsemomnenHocts o CI'XC cpenu Ha-
CeJIEHHUs U OTCYTCTBHE 3aMETHOW MOTHMBAI[M B OTHOIIIE-
HUH YIIyOJIEHHOTOo 00CIeIoBaHUs M MPOBEICHUS MEpO-
MIPUATHI 10 TEPBUYHON MPO(UITAKTHKE MPEkKIEBPEMEH-
HOTO Pa3BUTHUS aT€POCKIEPOTHUECKUX 3a00IeBaHUM cpe-
nmu smn ¢ npennonaraemoit CI'XC. Tlo-Buammomy, moka
HET SIBHBIX KIMHUYECKUX MPOSIBICHUI 3a001eBaHMsI, MO-
nozbie moau ¢ CI'XC u OTATOIIEHHBIM CEeMEHHBIM aHaM-
HE30M HE UMEIOT JOCTaTOYHOW MOTHBALIMU HECTH JIOTON-
HUTEJbHbIE CYIECTBEHHbIE (PMHAHCOBBIE 3aTPaThl HA J10-
POTOCTOSIIIYI0O TEHETHYECKYI0 JTHarHOCTHKY M TeM 0o-
jiee B TE€UEHHE MHOTUX JIeT ((paKTHYEeCKH MOKH3HEHHO)
MIPUHUMATH TUTIOJNIHIEMHUYECKUE TPenapaTsl, KOTOpbIe
CHOCOOHBI YITyUIINTh NMPOTHO3, HO HE OKa3bIBAIOT HETO-
CPEICTBEHHOTO BIIHSHUSA HA CAMOYYBCTBHE.

3. Ha3HaueHHe HU3KHX J03 CTAaTHHOB, PEKOMEH/ye-
MBIX KapJHOJIOTaMH U TepareBTaMHt J1axe OOJIbHBIM C BbI-
pakernoit [’ XC. JlanHasg mpoOnema ocTaercs O4eHb aK-
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TyaJbHOM He TONBKO Mpu BeneHuH narueHToB ¢ CI'XC,
HO BooO1Ie y Beex 0ompHBIX ¢ ACC3. HuskomozoBas Tu-
MOJUMUAEMHUYEcKas Tepanus He CIocoOHa obecrevuuThb
yIIydlIeHHEe MPOTrHO3a B TOU Mepe, B KAKOW 3TO BO3MOXK-
HO TIPU COBPEMEHHBIX BO3MOXKHOCTSX JieueHust CI'XC.

4. Hanuune apyrux ¢$pakTopoB pHCKa aTepOCKIEpO-
3a, momumo I'XC (aprepuasnbHas THNEPTEH3Hs, KypeHHe,
caxapHblii nuabet, oxkupenue) cpeau OombpHbIX CI'XC.
l'unonununemuyeckass Tepanus CHOCOOHA 3HAUYUTEIb-
HO CHHM3WTh PHCK Pa3BUTHS aT€pPOCKIEPOTHUECKUX 3a00-
JIEBAaHUH M YBEJIMYHUTH MPOJOIKUTEIBHOCTD KU3HH TPH
CI'XC, omHako HECMOTps Ha €e NPOBEAEHHE, y TaKHX
MAIMEHTOB COXPaHSAETCS BBICOKUN Pe3UIyalbHBIH PHCK,
CBSI3aHHBIM KaK ¢ HEBO3MOXXHOCTBIO 3a4acTylO JTOCTHUT-
HYTb BecbMa jkeCTKHX 1eneBbix ypoBHeit XC JIITHII, tak
U ¢ HaJM4ueM WHBIX (aKTOpOB pHUCKa aTepockiepos3a. B
CBSI3U C 9TMM MaKCHMAaJIbHOE CHMXKEHHE PUCKAa BO3MOXK-
HO JIUILB ITPH BO3ZCHCTBHM HA BCE MONAIOIINECS MOIH-
¢ukanuu (HakTOphl pUCKA, CPEN KOTOPBIX BAKHEHIITMMU
spisitored ['XC, aprepuanibHasi THIIEPTEH3Us, KypeHHe U
caxapHbIi 1uader.

Bo BceM mmupe, 3a HCKITIOUEHHEM HECKOJIBKUX CTpaH,
MMEIOIUX HAI[MOHAJIBHBIE MPOTPAMMBI 10 BBISBICHUIO
n gedenuto CI'’XC, TUNMHYHON sBIsSETCA CHUTyalus, KO-
Jia 3T0 3a00JeBaHUe HE TUArHOCTUPYETCs, THO0 AUArHO-
CTUpYyeTCs TO3[HO, a LeNU JIUeHUS JOCTUraroTCs pej-
ko [15]. CrpaxoBas menunuHa B Poccuiickoii ®enepa-
UM HE TperycMarpuBaeT (PMHAHCUPOBAHUS T'€HETHYE-
CKHX TECTOB, a TaKXKe JIEKAPCTBEHHBIX IPENapaTroB s
amMOyJaTOpHOTO JICYCHHs TaKUX MallMeHTOB, B Pe3ylbTa-
T€ 4ero 3To (PMHAHCOBOE OpeMs JIOXKUTCS HAa cCaMUX OO0JTb-
HbIX. MHorue naruents! ¢ CI'XC BrepBbIe Y3HAIOT O BbI-
cokoM ypoBHe XC 1 HEOOXOAMMOCTH MIPOBEJCHHS HHTCH-
CHBHO T'MITOJUMHEMHUYIECKON Tepanuy JUIIb BO BpeMs
9KCTPEHHOM TOCTMTAIN3ALUH 10 MTOBOLy OCTPOTO KOpO-
HapHOTO cOOBITHS. B pesynbrare jnedeHue B MOAABISIO-
eM OOJBIIMHCTBE CIy4aeB HAuMHAETCS TOJBKO B paM-
Kax BTOPHUYHON MPO(UIAKTUKU y>K€ HACTYIUBIIEro He-
0arONpUATHOTO CEPAEYHO-COCYAUCTOTO COOBITHS, TPHU
YCIIOBHH, YTO OHO HE OKaXkeTcs (haTajbHbBIM.

BBICTPO yIIy4IIUTh CUTYalUIO C JUArHOCTUKOW U JIe-
yenuem CI'XC B KpacHomapckoMm kpae BecbMa CIOXHO,
MIPeX/ie BCETo M3-3a OTCYTCTBUSA B HacTosIIee BpeMs Gu-
HAHCUPYEMOH LIeIEeBOM IPOTrpaMMBl 110 BBISBICHHUIO U JiE-
YEHUIO ATOM TSKEIOW HACIEJACTBEHHOW marosnoruu. s
penIeHns 3TOH 3a7a4M MPeICTaBIIAIOTCS LeIeco00pa3HbI-
MU CIIeTyIOIHe [Iaru:

1) ossmmenue ocenomiienHoctu o CI'XC, meTto-
Jlax ee BBIABJICHUS M O BEJCHMU TaKuX OOJBHBIX CPeau
Bpaueil pa3INYHbIX CHELHUAIBHOCTEH, HO MPEXJE BCETO,
Cpean KapauoJOoroB, TEpaIreBTOB, YHJOKPHHOJIOTOB, XH-
PYproB, IepMaToiIoroB, MOCKOJIBKY MMEHHO 3TH BpayH
yaire MoryT BeTpeuarsces ¢ npossieHusmu CI'XC; Espo-
neiickoe o0IIecTBO arepockieposa u Poccuiickoe Hamo-
HaJIbHOE OOIIECTBO 0 U3YUYEHHUIO aTepocKiIepo3a paspa-

62

00TaIM COOTBETCTBYIOIINE KIMHUUECKIE PEKOMCHIAINH,
BHEApPEHUE KOTOPHIX HAXOAWTCS B KOMIETCHUUHU (deme-
PaNBHBIX U PETHOHATBHBIX OPTaHOB 3PABOOXPAHCHHUS, &
MOBBIIIICHHE 00Pa30BaTEIHLHOTO YPOBHS Bpaueii — B KOM-
METCHIIMYA CUCTEMBI MEAUIIMHCKOTO 00pa30BaHUsI.

2) [Ilposenenue kackaaHoro ckpunuHra Ha CI'XC
Cpeau POICTBEHHUKOB MAIIEHTOB, IEPEHECIINX CEPIACTHO-
cocycToe coOBITHE M MMEIOIINX BBICOKHH ypoBeHb XC
JIITHII, B ocoOeHHOCTH TIPH PaHHEM PAa3BUTHH aT€POCKIIe-
POTHUYECKUX 3a00JIeBaHMI y TAKUX MAIFICHTOB.

3) Coznganue TUMUAHBIX [IEHTPOB M KAOMHETOB, KO-
TOpBIC NTOJKHBI B3SITh HAa ceOS POJNb KOOPAWHATOPOB B
nene BeIsIBICHUA U JiedueHus 6onbHbIX ¢ CI'XC u ux poa-
CTBECHHHKOB, & TAK)KE MAI[CHTOB C IPYTHMH TSKEIBIMU
HapYIICHUSIMH JIUITUTHOTO 0OMEHa.

4) Co3pmaHue 1ENEeBON MpOrpaMMBbl IO MPOBEIE-
uuto ckpuanHara Ha CI'XC 1 manpHENIero BeACHHUS dTHX
OOJBHBIX MO MPUMEPY TAaKUX CTpaH, Kak Hwumeprmanmbr,
Hopserus, llIseiinapus, BenukoOpuTtanus, HMEIONUX
TaKHe HAllMOHATIBHBIC TPOTPAMMBL.

5) IlpoBenenne >MHUIEMUOIOTHYECKOTO UCCIICHOBA-
HUS 1S BBISICHEHUS pactipocTpaneHHoctu CI'XC cpean
Hacenenus: KpacHomapckoro kpast.

B 3axirouenne HeoOxoauMo otMeTHTh, 4To CI'XC —
TSDKENOe, HO MOTEHIMANbHO KypalenbHOe 3aboseBaHue,
OJTHAKO JIUMIb TIPH yCJIOBUU CBOCBPEMEHHOW THATHOCTH-
KM 1 KaK MOYKHO OoJiee paHHeTo Hayalla MHTEHCHBHOM TH-
MOJMIUAAEMUYECKON Teparuu, KOTopasi MO3BOJSIET OTCPO-
YHUTH PA3BUTHE aTEPOCKICPOTUICCKHUX 3a00IeBaHMIA 1 3HA-
YUTENBHO YBEIUYNUTH MPOAOIIKUTENLHOCTD KU3HUA. Bpaun
BCEX CHENUANTBLHOCTEH, B 0COOCHHOCTH KapAHOJIOTH, Tepa-
MIEBTHI, SHAOKPUHOJIOTH, HEBPOJIOTH, XUPYPIH, ACPMAaTO-
JIOTH ¥ KOCMETOJIOTH OJDKHBI OBITH OCBEIOMIICHBI O TIPO-
siennssx CI'XC 11 BBIBICHUS TaKUX MALMEHTOB U Ha-
MIPABJICHUS UX B CIICIUATN3UPOBAHHBIN JIUMTUIHBINA LICHT.
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