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CEMEVIHAS TUITEPXOJIECTEPMHEMISL: COBPEMEHHBIE
IIPVHIINIIBI MMATHOCTVUKM Y NTEYEHUS
(YACTBHI)

T.M. Mypamanues, B.K. 36enyosa, I0.H. Hexnioooga,
3.T. Paoncanosa, HOK. JKanvuubexosa, Cynman yyny 9.

MpoBeneH aHann3 ceMenHo rmnepxonecTepuHeMUn Kak reHeTryeckoro 3aboneBaHus, NPUBOASALLETO K Cepbes-
HOMY MOBbILIEHWIO YPOBHSA XONleCTePMHA NMOMNPOTENHOB HN3KOWM MAIOTHOCTU B CbIBOPOTKE KPOBU, U BO3pacTa-
HMIO PUCKA PaHHEro pasBUTUA CEPAEUYHO-COCYANCTbIX 3a60N1eBaHN. V3n0XeHbl COBPEMEHHbIE NMPVHLUMMbI Ana-
FHOCTVKM CEMeNHON runepxonectepuHemMumm.

Kntouegble cno8a: cemeiiHana runepxonecTepuHemMus; peLenTopbl TMNONPOTengoB HU3KOWM MIOTHOCTY; KacKaj-
HbIVi CKDUHWHT; AWarHOCTHKa; leYeHune.

FAMILIAL HYPERCHOLESTEROLEMIA:
MODERN PRINCIPLES OF DIAGNOSIS AND TREATMENT
(PARTI)

T.M. Murataliev, V.K. Zventsova, Yu.N. Neklyudova,
Z.T. Radzhapova, N.Zh. Zhanyshbekova, Sultan uulu E.

Familial hypercholesterolemia is a genetic disease that leads to an increased level of low-density lipoprotein
cholesterol in the blood, and high risk of early development of cardiovascular diseases. This article reflects the
modern principles of diagnosis of familial hypercholesterolemia.
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AkTyajqbHOCTh. CeMeliHas TUnepxojiecTepuHe-
mus (CI'X) — camoe pacnpocTpaHEeHHOE JOMHUHAHTHO
HacJieryemMoe 3a00J1eBaHHe YeIOBeKa, 00yCIOBIEHHOE
MyTaluei reHa, OTBETCTBEHHOTO 32 CHHTE3 MeMOpaH-
HOTO peIenTopa K JIHUIONPOTEHHAM HHU3KOH IIIOT-
voctu (JIITHIT) [1]. CI'X omocpexyeT yCKOpEeHHOE
pa3BHUTHE CEPIIETHO-COCYAUCThIX 3aboneBanuii (CC3)
aTepPOCKIICPOTHUECKOTO TI'eHe3a, OCOOECHHO HIIEeMHU-
yeckoir Oonesnu cepaua (MBC), mostomy ypoBeHb
Cep/IeYHO-COCYAUCTON CMEPTHOCTH B TOMYJISIMH Ta-
KUX OOJIEHBIX YPE3BBIYAHHO BBICOK [2]. YV OOMBHBIX
¢ CI'X mabmomaercs 20-KpaTHOE YBEIWYCHHE PHCKA
MIPEXKICBPEMEHHOTO  Pa3BUTHs  CEPACYHO-COCY/IHC-
ThIX coObITHIA. ['eHeTmueckas mpupoma CI'X o00y-
cioBneHa Jedexkramu 4 reHoB — penenropa JITTHIL,
MIPOTIPOTENH-KOHBEPTA3bl CYOTHIIM3UH/KEKCHHA THIIA
9 (PCSKDY), amomumonpotenna B-100 (Apo B) u 6ex-
ka agantepa | penentopa JIITHIT (LDLRAPI). B nan-
HBIII MOMEHT HacuuThiBaeTcs Oonee 1600 myrtaruit
B rerax JIITHII peuenrtopa [3].

B Hacrosimiee Bpemsi mpoOieMam JMarHOCTH-
kxu u yedenus CI'X ynensercs 6oiblioe BHUMAaHUE,
0 YeM CBUJIETEIbCTBYET HMHHIMANus MexIyHapo.-
HBIM oOmmecTBoM atepockiepo3a (IAS) mporpammbt
ScreenPro FH (http://screenproth.com/), HampaBieH-
HOM Ha BBIABJIEHWE MCTUHHOM PacnpoCTPaHEHHOCTH
CI'X. 3a mocrieaHne HECKOJIBKO JIET BBIIIUIA MEKIyHa-
POJIHBIE PEKOMEHALUH 110 JUArHOCTHKE U JICUCHHUIO
roMo- ¥ reTepo3uroTHsix popm CI'X [4, 5], aB 2014 .
oITyOJIMKOBaHO 0000IIIEHHOE PYKOBOJICTBO Mex TyHa-
poxuoro ¢porma CI'X mo neuenmro CI'X [6].

CoryacHO pe3ynbTaTaM MOCIECIHUX €BPONEHCKNX
HCCIIeTOBAaHNM, YacTOTa BCTPEYAEMOCTH TeTEePO3UTOT-
Hoit CI'X cocraBnser | ciyyaii Ha 200 yenoBek (BMec-
TO mpepnonaraemoro panee 1 ciaydas Ha 500 yenoBek)
[7]. o pa3HBIM 1aHHBIM, B MUPE HACUUTBIBAETCs OT 20
10 34 mmH 6ompHBIX CI'X. C ydeTroM 3TO# cTaTtucTu-
ku B KbIproI3ctane KOJIMYECTBO JIUL ¢ FETEPO3UTOTHON
¢dopmoii CI'X moxker nocrurars nopsiaka 30 Teic. (Hiau
okoJi0 12 Teic. u3 pacueta | ciydait Ha 500 yenoBek).
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Uctnnnas pacnpoctpanenHocts CI'X B Hamreit
CTpaHE HEM3BECTHA, a MOJy4YeHHe OoJiee TOUHBIX CBe-
JICHUI 3aTpy[HEHO B CBS3U C HEJIOCTAaTOYHBIM 00-
pazoBanuem Bpaueld mo mpodseme CI'X M HHU3KUM
YPOBHEM HACTOPO’KEHHOCTH B OTHOIIIEHUH MAIHEHTOB
¢ panauM pazButueM KBC u BbICOKMMHU 3HaYEHUSIMU
obmero xonecrepuna (XC) m XC JIITHIL. Ilpu re-
teposuroTaoii popme CI'’X yposers XC JIITHII co-
crasisieT 4,9 mmons/1 u Beitie, a KBC pa3BuBaercs Ha
3—4-i1 nexaae KU3HU.

l'opasno pexe BcTpeuaercs ToMO3UroTHas (op-
ma CI'X (1 ciyuait Ha 1 MIIH 4YesloBeK), KOTOpasi OT-
JMYaeTcsl OT TeTepo3nUTroTHON (hopMbl Ooree Triry6o-
kM aedexrom perernrropo K JIITHIT wimu momHBIM UX
orcyrcTBUEM. ['oMO3UroTHast (hopmMa acCOIUUPYETCs
¢ paHHel cMepThio — B Bo3pacte 70 10 et 6e3 neue-
Hus, a 3Hadenus JIITHII y Takux nanueHToB cocTas-
nseT 8,5 MMoub/1 U BeIme [ 1, 8].

HecmoTpst Ha MIMPOKYI0 pacrpocTpaHEeHHOCTb
9TOoro 3aboseBaHus U () (HEKTUBHBIE METOIBI JICYCHHS,
CI'X gacTo ocTaeTcsi Hepaclo3HAHHOW U HEJICUCHHOI],
YTO CBHUJICTENBCTBYET O HEOOXOAWMOCTH CYIIIECTBEH-
HOT'O YJIy4IlIeHHs HHPOPMUPOBAHHOCTH M MTOHUMAHHUS
9TOro0 3a00J€BaHMs KaK B OOIECTBE, TaK U CPEAH Me-
JUIUHCKUX PA0OOTHUKOB.

Juarnoctuka. Knuandecknii auarnos CI'X cra-
BUTCS HA OCHOBaHHUHM JINYHOTO W CEMEHHOro aHaMHe3a,
(hU3MKAIBLHOTO OOCIICIOBAHMUS, JIMITUIHOTO M TCHETH-
4ecKoro aHanusa. IIpu 3ToM ciegyeT HCKIIFOUUTH BTO-
prunyto I'X, npusogsmtyto k nossimenuto XC JITTHIT
(rumoTupeos, 3a00JeBaHysl, COPOBOXKIAIOIINECS HAPY-
IIeHneM (DyHKINM TIeUeHH U ToYeK U T. A.). Jlist paHHeH
muarHoctuku CI'X HeoOX0IMMO TIPOBEICHHE CKPHHUH-
ra JUisl BBISIBJICHHS MHJ/ICKCHBIX MAlMEHTOB (BBISIBICHUC
MEPBBIX JMArHOCTHPOBAHHBIX IAIIMEHTOB B CEMbSIX).
WHaeKCHBIH ManueHT Witk MpoOaH/I SIBISIETCS OTIPABHOM
TOYKON KAacKaJHOTO CKPUHMHIA, ITO3BOJISTIOLIEro (dek-
THUBHO BBISBIIATH HOBBIE CITydau 3aboneBanus [9, 10].

s BerBnenus 6ompHBIX ¢ CI'X cymecTByroT
CJIEIYIONE BU/IbI CKPUHHUHIA: TAPTeTHBINA (MPHILIEIb-
HBII), ONMOPTYHUCTHUECKUH, YHUBEpPCATbHBIN U Kac-
KaJIHBIHA.

[Tpu TapreTHOM (IPHUIIETBHOM) CKPUHHHTE TIOMCK
60mpHBIX ¢ CI'X (BBISBICHHE WHICKCHBIX MTAIIHCHTORB)
HEOOXOANMO IPOBOANUTH Y B3POCIHBIX C IIPEXkIEBpe-
MeHHBIM pa3ButreM CC3 (10 50 et — y My>X4HH U 710
60 net — y keHIMH). Takoil CKPUHUHT ClIeAyeT Mpo-
BOJIUTB B KapJMOJIOTUIECKUX U HEBPOJIOTHUECKHUX OT-
JICTICHUSX, B OT/CJICHHUAX KapAnO-TOPaKaJIbHON M CO-
cymucroit xupypruu [10, 11].

[Ipn ONMOPTYHHUCTHYECKOM CKPHHUHIE CIETyeT
MPOBOIUTH MccienoBanue KoHueHTpammuu XC JITTHII
(c yueroMm moJia ¥ BO3pacta) y B3pOCIbIX, oOpailaro-
muxcsi B JIeueOHO-NPOPUIAKTHIECKUE YUPEIKIACHUS
MIEpBUYHOTO 3BEHA.

YHUBepCaIbHBI CKPUHUHI HPOBOAUTCSA Y JIMI
Moutoxke 20 JIeT ¥ y AeTel 1o Hayalla MoJIOBOro co3pe-
Bauu [12]. C monyIsImuOHHOM TOYKH 3pEHHs YHUBEP-
canbHBId M KackamaHblid ckpuHUHTH Ha CI'X J10IKHBI
ObITH coBMemIeHbI [ 13].

ITocne BeIABNEHUS MHAEKCHOTO nanueHTa ¢ CI'X
HY’KHO IPOBOAUTH KackaaHbli ckpuHUHT [14]. Kac-
KaJHBIH CKPUHHUHI CJIe[yeT HauYMHATH C OJIDKaWImx
POICTBEHHUKOB (pOauTeNel, OpaTheB, cecTep W Jie-
Teil), a 3aTeM 0O0CIeA0BaTh POACTBEHHHKOB BTOPOI
u TpeTbeil creneneil poacrtsa [15]. Jletu ¢ kcaHTOMa-
MU U APYTUMH IpU3HaKaMu romMo3urotoit CI'X nim
HaxojsdmuMecs B rpymne pucka romosurornoin CI'X
JIOJDKHBI MPOXOANTH CKPUHHMHT KaK MOYKHO PaHBINE
U B MI000M ciydae K JBYXJETHEMY Bo3pacty. leru
¢ mojmo3peHreM Ha retepo3urotHyro CI'X momkHBI
MIPOITH CKPUHUHT B Bo3pacte oT 5 10 10 yeT; Bo3pact
IIPOBE/ICHUS CKPUHUHTA y JIEBOUYEK U MAJIIBYMKOB JOJI-
JKeH OBITh OJMHAKOBBIM [16, 17].

Briiienne CI'X 'y pOICTBEHHHKOB MO3BOJHT
HayaTb CBOEBPEMEHHOE JICUCHNE U IIPEAYTIPEIUTD pa3-
BuTHe HebmaronpusaTHeix CC3 u ocnoxxHeHHd. B Tex
ciyyasix, korja npoeaenue JIHK-muarnoctuku He-
BO3MOXKHO JUIsI OOCIIeIOBaHHS POJICTBEHHHKOB HH-
JIEKCHOTO MallMeHTa, MPeIaraeTcsi OpPUEHTHPOBATHCS
Ha CTaHAaPTHU30BAHHBIE 110 MOy W BO3PACTY IOPOTO-
Bbie 3HaueHus XC JITTHIT [14].

s muarnoctuku CI'X  ¢enoTunuyecku, 0e3
JIHK ananm3a, cneayer npoBoauTh (Gpu3MKaIbHOE 00-
CJIC/IOBAHUE W BBINOJIHEHUE Ja0OPAaTOPHBIX TECTOB
(Tabmuma 1).

Jist moctanoBku guarnoza CI'X HeoOxomumo
MIPOBEJICHUE KOMIUICKCHBIX IMAarHOCTHYECKUX MEpO-
MPUATHI C 00A3aTENBPHBIM IBYKPATHBIM H3MEPEHUEM
CHEKTpa JIMMUIOB B IIa3Me HATOIIAK, a IMOCIeNyIo-
M€ TEeCThl AJS JIUMHMI0B MOXKHO IPOBOAUTH HE Ha-
tomak [18]. Yposens XC JIITHII, paccunranHblil 10
tdhopmyne [Friedewald — mmone/m: XC JIITHIT = 06-
ot XC - XC JIIBII - (0,45 x yposens TI'); mr/mn:
XC JIIHIT = o6muit XC - XC JIIBII - (0,2 % ypo-
BeHb TI')], oka3pIBaeTCs 3aHMKEHHBIM IIpu ypoBHE TT'
B 1U1a3Me > 4,5 MMOJIB/JI, B 3TOM clly4ae CIICAyeT UC-
noab30Bath n3mepenue yposnsa XC - JIITHIT B mna3me
npsMbIM MeToioM [14]. Yposers XC JITTHII B mra3me
5,0 MMOJIB/JT MK BBIIIE YKA3bIBAeT HAa BHICOKYIO BEPO-
atHocTs CI'X mpu OTCYTCTBMM B aHaMHeE3€ Yy pPOJH-
teneit I'X unu pansero paszsutus MBC; yposens XC
JITHIT B mna3me 4,0 MMOJIB/JT WM BBIIIE YKa3bIBAaeT
Ha BBICOKYIO BepossTHOCTh CI'X mpu Hanuuuu B aHaM-
He3e y poxuteneit ['X nim parnero pa3sutus UBC.

Omukaneaple cuMmntoMbl CI'X  MamodyBcTBHU-
TENbHBI, HO MOTYT OBITh JAOCTaTOYHO CICIU(PHIHBI-
Mu. JlumoungHas Ayra pPOTOBHUIBI (YacTHUHAS WM
nojHast) ykaseiBaeT Ha CI'X, ecnu manueHT MOJoxe
45 ner. Hu kcantenasma, HU TyOepo3Hash KCaHTOMa
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Tabnuna 1 — JlabopatopHble TeCThI, (PU3UKAIBLHBIC

U MHCTPYMCHTAJIbHBIC UCCIICAOBAaHUs, pEKOMCHIOBAHHBIC

s quarHoctuku CI'X

JIIBIL, TT, JIn(a) *

Onenka Kommenrapun
JlunuaHeli cnexkrp: 00- Jlnarnos BeposiTeH npu
muit XC, XC JITTHIT, XC | yposue XC JIITHIT >

4,9 MMOJIB/T

ACT, AJIT, KOK, TTT,
KpeaTHHHH, OMIHPYOHH,
IJTIOKO3a

JIaGopaTopHLIe TECThI 1JId
MOHUTOPUHIA Oe3omacHo-
CTH NPUMCHCHHUA CTATUHOB

Macca tena u poct

Jlnst mosicyeTa MHACKCA
Macchl Telna

OKpy’>KHOCTb TaJTUU

JIist MOATBEPIKICHUSI WITH
HCKJIIOYEHHST MeTaboInye-
CKOTO CHHJIpOMa

ApTepI/IaHLHOC JaBJICHUC

VckmounTh Wit oATBep-
uth Al

CyXOKUITUSA/KOXKA

Hannuue TyOepos-
HBIX KCAHTOM.
W3mepenue ToMIKHBL
AXUIIOBA CYXOXKHITHS
(HOpMa < 2CM)

I'masza, Bekn

HckimounuTs uim TIOATBEP-

JIUTh HAJITNYNC JII/IHOH,Z[HOﬁ

JAYTU pOroBUIbI U HAJTNYINC
KCaHTECJ1a3M

Cepaue

Hanmuuue 1myMoB wiin
MOJITBEPIIUTH CTEHO3 YCThsI
A0PTBHI

Connsie aprepun (CA)

Hannuue mrymos. Homn-
rieporpadusi COHHbIX
aptepuil. UckmounTs uin
MOATBEPIUTH CTeHO3bI CA

ITynbc Hag apTepusAMU
CTOIIBI

VcknounTh Witk oATBep-
JITH TIepudeprIecKuit
aTepOCKIIePO3

ITpumeuanue. * — TecTupoBaHue He MEHEE 2-X pa3
B Pa3HbIC JHU HEJENU UL UCKIIIOUEHUS JIOKHOIIOJI0XKHU-

TCJIBHBIX PE3YJIBTATOB.

He sBisitoTes cnennuunsivu it CI'X, HO ecitn oHU
OOHapY)KMBAIOTCS Y MOJIOJIOTO MAalWeHTa, CIEayeT
YUIUTBIBaTH BO3MOXKHOCTh Hammumst CI'X. [ns Toro
4TOOBI OOHAPYKHUTh KCAHTOMBI CYXOXKWIIMI CIeIyeT
HaJBIUPOBATh AXUIUIOBO CYXOXKHIHE M CYXOKUIHS
MBIIII-pa3rudarenell nanpies. BaxHo oTMeTUTD, 4TO
OTCYTCTBHE KaKOT'0-JIM0O M3 NEePEYHCIICHHBIX JaHHBIX
(U3UKaIBHOTO 00CIIEIOBAHNS HE UCKITIOUACT HATHUHS
CI'X y marmenta [9].

Jna xnmmamgeckoi muarnoctuku CI'X ucmomns3y-
€TCsl OJIMH U3 CIEIYIONNX KPUTEPUEB:

1. Tomnanackue kpurepun (DLCNC — Dutch
Lipid Clinic Network Criteria).

2. bpuranckume xpurepun (Simon Broome

Registry).

3. Amepuxkanckue kpurepun (MEDPED — Make
Early Diagnosis to Prevent Early Death).

B ocHOBe OpUTaHCKMX U TOIIAHACKHX KPUTEPHEB
nexar (EHOTHITMYECKHE, COOCTBEHHBIE M CeMEiHbIC
aHAMHECTHYECKHUE JaHHble, a TaKKe TIE€HETHYECKHe
¢axropsl. B 3aBucuMocTH OT KOMOMHAIMY 3THX (hak-
TOPOB, COTJIACHO OpPUTAHCKUM KPHUTEPHSIM, IMArHo3
CI'X MoxeT OBITH ONpENENICHHBIM HIM BEPOSTHBIM,
a MO TONIAHJACKMM — OIPEACICHHBIM, BEPOSITHBHIM
u Bo3MoxHbIM. Kpurepunn MEDPED nanbosnee npocTsr
B UCIIOJIb30BaHUU, /I ocTaHoBKW jquarnosa CI'X uc-
MOJIb3YeTCsl TONBKO ypoBeHb XC, CTaHAapPTU30BAaHHOTO
TI0 CTETICH! POJICTBA 1 BO3PACTy 00CIIeTyeMOro.

Tlomnarnckue kpurepun (DLCNC — Dutch Lipid
Clinic Network Criteria) momy4mmu 0ojiee IIHPOKOE
MIPU3HAHUE M3-3a CBOGH MPOCTOTHI M MONHOTHI [19].
OfHUM W3 NPEUMYIIECTB TOJUIAHACKHX KPHUTEPHUEB
SIBJISIETCSI TO, YTO OHU BBISBIISIIOT T€HHBIH Te(eKT, KO-
Topslit mpuBoanT K CI'X, 4T0, B CBOIO OUEpesb, obec-
neunt nanuenty ¢ CI'X mydinyro TepaneBTHYECKYTO
cTpareruto. [ 'oiaHACKHE KPUTEPUU MPEACTABICHBI
B OanpHOI cucteme. B o6mied cinoxHOCTH 1Mo 6aib-
HOW IIKajie Bbilie 8§ 0a/IOB CYUTACTCS “ONpelesieH-
Has”, 6-8 OayutoB — “BeposiTHas” U 3—5 OamioB “BO3-
MoxkHas” CI'X (Tabnuma 2).

Bpuranckue kpurepuu (Simon Broome Registry).
Hdns muarnoctuku CI'X OLEHMBAIOT KOHIIEHTPAITHIO
XC, KIMHUYECKUE TPU3HAKU, MOJICKY I PHYIO THarHOC-
TUKY U ceMelHbIi anamHue3 [20] (tabmwuma 3).

Awmepukanckue kputepun (MEDPED) nan6osee
IPOCTBI A MocTaHOBKM auarHo3a CI'X, mpu stom
UCIIONIB3YETCsT TOJBKO OLEHKA YpPOBHSI XOJECTEPHHA,
CTaH/IapPTU30BAaHHOTO IO CTEIIEHU POJICTBA U BO3PACTy
obcieayemoro [21], (tabnuua 4).

[ManentoB ¢ CI'X cnemyer oOciie0BaTh HA Ha-
name Apyrux ¢axropos pucka MBC [22] u cumnrom-
HOTO WJIM CYyOKJIIMHWYEcKOoro arepockieposa [10]. ITpu
OLICHKE HEOOXOAMMO YYHTHIBATH IICHXOJIOTHYECKHUH,
MHTEIJIEKTYa bHBIA, COLMAIbHBIA CTaTyC M OSTHH-
YecKyl0 MNpHHAUIeKHOCTh manumenta [23]. Kpaiine
Ba)KHBIM SIBJSIETCSI NPOBEJCHUE aJIeKBAaTHOIO cOO-
pa cemeliHoro aHamHe3a Ha npeamer Hanuuus WBC,
0COOCHHO y POJACTBEHHUKOB MEPBOH CTEMEHU POJ-
ctBa. Puck passutus UBC y manmentoB ¢ CI'X mo-
KET CHIIBHO Pa3iInyaThcsi. JTO MOXKET OBITh CBSI3aHO
¢ ypoBHeM XC B 1u1a3Me J0 J€YCHUS, TeHeTUYECKIMHU
MPUYMHAMU HApYUICHUS METaboNn3Ma JIMIUI0B WU
0COOCHHOCTSIMU aHATOMHU apTepHi, a TAK)KE HATUIH-
€M JPYTHX CephE3HBIX (DAKTOPOB PHCKA, B YACTHOCTH
KypeHus, oxupenus, Huskoro yposHs XC JIIBII, ap-
TepHaIbHOIN THUIIEPTEH3NU U caXxapHOTo nuabeta [22].

CrnenyeT OTMETUTh, YTO JUArHO3 U HAIWYHE My-
taiuu rena JIITHIT y nui rereposurotHoit CI'X He
BCErJa COBMAJAIOT, MOATOMY sl MOATBEPKICHUS
JIMarHo3a peKOMEHJ0BaH KackaaHblil ckpuHuHr CI'X.
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Ta6nmuna 2 — lNomnanackue kpurepun The Dutch Lipid Clinic Network (DLCN)

Kpurepuit bann

CeMeliHbIil aHAMHE3

A. PonctBeHHUK 1-ii cTeneHu poncTBa ¢ paHHel (Myx4uHbI < 55 net, xeHmuHb! < 60 ner) UBC nnu npyrum
COCYAMCTHIM 3a00JIeBaHUEM w11 POACTBEHHHUK 1-ii crenienu pozactea ¢ XC JITTHIT > 95-it nepueHTHIM

B. PoctBeHHuMK 1-ii cTENEHH pOACTBA ¢ KCAHTOMAMHM CYXOXKHJIUI W/UITH JTUTIOMTHON JTyTrOd POTOBHUIIBI 1l IETH
1o 18 et ¢ XC JIITHIT > 95-i1 nepuentunm

HUcTtopust 3ad6oneBanus

A. VY nanuenra paHHsisl (My>uuHbl < 55 jer, seHimunbl < 60 set) UBC 2

b. ¥ nanuentTa pannee (My»4UHBL < 55 JIeT, >keHIIUHBI < 60 J1€T) pa3BUTUE aTePOCKICPOTUIECKOIO NOPAKEHUS
1epeOpaIbHBIX/IepH(epIIecKUX COCYI0B

DuznkaabHOE 00C/IeI0OBAHTE

A. KcaHTOMBI CYyXOXKUITHI 6
b. Jlumounnas gyra poroBuibl B Bo3pacTe 10 45 jet 4
JlaGopaTopHblii aHaIu3
A. XC JIITHIT > 8,5 MMOIIb/71 8
B. XC JIIIHII 6,5-8,5 MMoib/i1 5
B. XC JIITHII 5,0-6,4 MMoiIb/71 3
I'. XC JIITHIT 4,0—4,9 mmons/n (cogepxanue XC JIIIBIT u TT" B Hopme) 1
Anamz JTHK
A. Vmeetcst hyHKIIMOHANBHAS MyTalus rela perenropa k JITHIT | 8

Tabnmuna 3 — Bpuranckue kpurepun Caiimon bpym

Onpenenennslit tuarsos CI craBures, eciu:
ypoBenb o61ero XC > 6,7 mmonb/n uiu yposerb XC JITTHIT > 4,0 mmonw/n y pebenka muaziie 16 net, wim ypo-
BeHb obuiero XC > 7,5mMmons/n, win yposerb XC JITTHIT > 4,9 MMoib/1 y B3pociioro (MCXOAHBIH yPOBEHb JIMIHUI0B
WU CaMblil BBICOKUII ypPOBEHb Ha TEpaIUu);
IUTIOC OIHO U3 HIKENIEPEYHCICHHOTO:
WM HAIMYUE CYyXOKHUIIBHOTO KCAHTOMAT03a y MAIMeHTa WX POACTBEHHHKA |1-i cTeneHn poACTBa (POIUTENH, TEeTH)
WM POZCTBEHHUKA 2-I CTENeHU POACTBA (IEAYIIKH, 6a0yIIKHY, ISIIU WIN TETN);
niu no3utuBHe TecT JJHK-auarnoctuky, noareepsxkaaromuii mytanuto resa JIITHII-penentopa nuinu myramuto
reHa aro6enka B-100

Bosmosknsiii quarno3 CIU craButcs, eciu:
ypoBenb o61iero XC > 6,7mmons/n win yposerb XC JITTHIT > 4,0 mmoins/n y pebenka mitaamie 16 et
niu o6t XC > 7,5 mmonw/i uin yposerb XC JITTHIT > 4,9 mMonb/n y B3pocioro (MCXOaHbIN YPOBEHB JIMIIHIIOB
WM CaMblil BBICOKHiT YPOBEHD Ha TEPAIIHK);
TUTIOC OJTHO U3 HIYKETIEPEUNCICHHOTO:
WM OTSTOLICHHBIN ceMeiiHblit anamues (MM) o 50 net y pofcTBeHHUKA 2-1 CTEIIeHH POJCTBA, 10 60 JieT y poa-
CTBEHHUKA 1-i1 cTeneHu poacTBa;
wiu yposeHb obuiero XC > 7,5 MMoIIb/11 'y B3pociioro 1-ii uim 2-i cTerneHu pojicTBa;
WY TOBBINIeHUe YpoBHs oomiero XC > 6,7 MMOJIB/JT y peOeHKa WK POJCTBEHHUKA |-i CTEIIeH! POJCTBa B BO3PACTE
MeHee 16 et

ITpumeuanue. CI'X — cemeiinas runepxonecrepunemust; XC — xonecrepun; XC JIITHIT — xonecTepuH JIUMIONPOTEUI0B
HI3Koi1 motHOCTH; JITTHII-penentop — perenTop K JIMMONPOTEU Ty HU3KOH mioTHOCTH; UM — HH(papkT MHOKapa.

Ta6muua 4 — Kpurepun MEDPED (Make Early Diagnosis to Prevent Early Deaths)*

Bospacr, et CreneHb poJCTBa ¢ MPOOAHIOM Oo6mas 100%-uast
’ repsast BTOpast TPEThsI TOITYJISILIUS BEPOSITHOCTh
<18 5,7 (4,0) 5,9 (4,3) 6,2 (4,4) 7,0 (5,2) (6,2)
20 6,2 (4,4) 6,4 (4,6) 6,7 (4,8) 7,5 (5,7) (6,7)
30 7,0 (4,9) 7,2 (5,2) 7,5 (5,4) 8,8 (6,2) (7,1)
>40 7,5 (5,3) 7,7 (5,5) 8,0 (5,8) 9,3 (6,7) (7,7)

TIpumeuanue. * — Kpurepuu nuarnoctuku MEDPED ocHoBeiBatorcst Ha ypoBHsix o6tero XC u XC JITTHIT (Mmostb/i).
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Ecimn mpu reHeTndeckoM TECTUPOBAHHM BBISBIEHBI

MyTaIiuy, OKOHYaTeIbHbIH quarHo3 CI'X MoxeT ObITh

BBICTAaBJICH TPH OOCIEIOBAaHUU OTIEIHHOTO HHIWBHU-

qyyMa B ciaydae (EHOTHINYECKOTO IOJITBEPKIACHUS.

[Ipu oTCyTCTBMM MyTalUM MO pe3ynbTaTaM T'eHETH-

yeckoro TectupoBaHus aumarHo3 CI'’X moxker OBITH
HCKJIIOYEH, KPOME CIIy4aeB, B KOTOPBIX KIIMHUUYECKUI
(heHOTHTT MIMEET BBICOKHMH ypoBeHb cxoncTBa ¢ CI'X.
Ecnu mpu reHeTHYecKOM TECTHPOBAHUH BBISBICHBI
MyTalnuu, HO ¢peHoturl He coorBeTcTBYyeT CI'X, TO THA-
THO3 HE MOXKET OBbITh TIOCTABJICH, OJJHAKO Y MAIINEHTOB
U YICHOB CEMbH CIEQyeT KOHTPOJIHUPOBATh YPOBHHU
XC JIITHIT xaxaeie 2—5 ner.
B 2014 r. omry01MKOBaHBI HOBBIE PEKOMEHIAIINN
EBpomneiickoro obmectsa xapauomnoros (ESC) u Es-
poreiickoro obmectBa mo arepockiepody (EAS) mo
JIHMAarHOCTHKE W JiedeHuio romosurorHoir CI'X, B co-
OTBETCTBUM C KOTOPBIMU KPUTEPUSIMH AUATHOCTUKU
romo3urotHoil CI'X sIBIIsIOTCA CleyIOLIMeE:
»  TEHEeTHYeCKOe MOBPEXKACHHE MyTalUd IIBYX aj-
neneit mokycoB remoB LDLR, APOB, PCSKO9,
LDLRAPI
WIN
» yposenb XC JIITHIT > 13 mmonb/1 6e3 Meanka-
MEHTO3HOW Tepanuy Wi > 8§ MMOJB/I Ha (oHe
THIIOJIMIHIEMUYECKOH Teparny B COUETAHUH C:
*  KO)KHBIMH MM CYXOKMJIBHBIMH KCAaHTOMaMHU
y aerelt B Bo3pacte 70 10 et
WIH

*  HEJECYCHHBIMU MOBBIIIEHHBIMH YPOBHSIMH
XC JITHII, g9ro couyeraercst ¢ TeTEpO3UTOT-
Hot CI'X y 000omX pomauTerneH.

Ykazannsie yposau XC JIITHII sBnsroTcs mumib
OPUEHTHUPOBOYHBIMH, 00jee HU3KHE 3HAUYCHHS 3TOTO
HOKazaTess, 0COOEHHO y JIeTel WM MalMeHTOB, I10-
JIy4aBIIUX JIEYEHHE, HE HCKIHYAIOT FOMO3UTOTHYIO
CI'X. B eBponeiickoM pyKOBOJCTBE OTMEYEHO, UTO
romosurotHast CI'’X Xxapakrepusyercs YCKOPEHHBIM
pa3sBUTHEM aTEPOCKIIEPO3a, KaK MPAaBHUIIO, C JIOKAIH-
3anueil B KOpHE aopThl M APYTHUX COCYIMCTHIX Oac-
ceitnax. IlepBble cepleUYHO-COCYIUCTBIC COOBITHS
y mnanueHToB ¢ romosurotHoir CI'X Bcrpeuarorcs
B IOJPOCTKOBOM BO3pacTe, HO BO3MOXHBI U B IETCKOM
(y LDLR-oTpunaTensHbIX OOIBHBIX MK HE TOTYyJaro-
X Jiedenns). [lockompKy 3a0oeBaHUS aOpTHL U ee
HAJIKJIATIAHHBIX CTPYKTYP MOTYT IIPOTPECCHPOBaTh Ja-
e rpu cHkeHun ypoBHs XC JIITHII, pexomennoBan
PEryJSIPHBIA CKPUHUHT CyOKIMHUYECKHUX MOpayKeHUH
A0PTHI, COHHBIX U KOPOHAPHBIX apTepuil.

W3 m3noxkeHHoro Bemme cienyet, uro CI'X, sB-
JISIETCSl PacTIPOCTPAHEHHBIM, ayTOCOMHO-JIOMUHAHTHO
HaclielyeMbIM 3a00JIeBaHHEM YelIOBeKa, KOTOPOe pas-
BUBAETCA BCIIEICTBUE MyTallUU I'€Ha, OTBETCTBEHHOIO
3a cuHTE3 MeMOpaHHbIX perientopos k JITTHII, ynanso-
mux JIMTHIT u3 mna3mel kpoBu. B cBsizu ¢ myTtanuei

JITAHHOTO T€Ha C POXKACHUS 3HAYMTEIHHO TTOBBIIIACT-
cst ypoBenb XC JIITHIT B xpoBu. CI'X cmocobcTByeT
yckopeHHOMY pa3Butuio CC3 aTepocKIepOTHYECKOH
npupojsl, ocodenno MBC, BbICOKOMY YPOBHIO COOBI-
THIA B MOIYJISILIMN TaKUX OOJIbHBIX.

Jna panneit nguarHoctuku CI'X  CKpHUHUH-
Ty JOJDKHBI TIOJIBEPraThCs WICHBI CEMbH TIaIlMCH-
ta ¢ CI'X, B3pocmeie OompHBIE ¢ ypoBHeM XC >
8 MMonp/m mwnm > 95-ro MepUeHTHISA 1O BO3PACTY
u nonty, ietu ¢ ypoBHeM XC > 6 MMOJIb/I uin > 95-10
MEePLIEHTHJIA 10 BO3PACTY U MOy, MAI[MEHTHI C PAHHUM
pasButueM MBC, cyXOXWIBHBIMU KCAHTOMAaMH, OTs-
TOLICHHBIM CEMEHHBIM aHaMHEe30M. JlnarHos rerepo-
surotHoi CI'X y B3pOCHBIX KIMHUYECKA MOXKET OBITH
yctanoBieH mpu ypoHe XC JIITHIT > 5 mmons/m.
B kauecTBe TMarHOCTHYECKOTO KPUTEPHS pEKOMEHY-
ercst mosibzoBathes kpurepusivu DUTCH Lipid Clinic
Network u peructpa Caiimona bpyma.

Juarnoctuka romoszurotoit CI'X craButcs Ha
OCHOBaHMHM CJIEAYIOINX KPUTEPHUEB: TI'€HETHUIECKOE
MOBPEKACHUE MYTALUI JIBYX aJIJIEJIEH JIOKYCOB I'€HOB
LDLR, APOB, PCSK9, LDLRAPI wmu yposenr XC
JITHIT > 13 mMomb/11 6€3 MeJMKaMEeHTO3HOM Tepanuu
wi > 8 MMOJIB/TT Ha ()OHE THIOIHMITUIEMHIECKON Te-
panuy B COYETAaHUN C KOXKHBIMH, WIIH CYyXOKHIbHBIMHU
KCaHTOMaMH y JieTell B Bo3pacte a0 10 yet uim Hene-
YeHHBIMH TOBBIIIeHHBIMA ypoBHsAME XC JIITHII, uro
coueraercst ¢ rereposurotnoit CI'X y o6oux posaure-
JeH.
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