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Resume

These Practical Guidelines are developed for general practitioners and cardiologists to demonstrate definition, diagnostic
criteria and current approaches to treatment of familial hypercholesterolaemia.

Keywords: familial hypercholesterolemia, low-density lipoprotein cholesterol, prevention, atherosclerosis, treatment.

O6LwWMe NoNoXeHUs

o CemelHas runepxonecteprtemns (CMXC) — mo-
HOreHHOe  ayTOCOMHO-AOMMHaHTHOe  3aborneBaHue,
COMPOBOXAAOLLEECH  3HAYMTENbHBIM  MOBbILLEHNEM
YPOBHS XOnecrepyiHa B KPOBU W, KaK C1eaCTBME, Mpex-
OEBPEMEHHBIM  PA3BUTMEM W MPOrpeccmpyoliM
TeYyeHneM aTepocK/Iepo3a, Kak MpaBuiIo, B MOSIOLAOM
BO3pacTe. [eTepo3nrotHaa cdopma CIXC BcCTpeyaercs
B 0bOLen nonynaumm nprmepHo B 1 cnydae Ha 200-500
YenoBeK. PacnpoCcTpaHeHHOCTb FOMO3UIOTHOM (DOPMBI
CI'XC 3Ha4mTenbHO MeHblue (1 Ha 300 Thic.— 1 MAH
yenosek). Cpedu nuu, ¢ rmnepxonecrepnHemmen CIXC
BCTpeYaeTcd 3Ha4yuTenbHO 4Hawe: B 5—10% cy4aes.
MNaupenTsl ¢ CMXC, oaxke Npy OTCyTCTBMM 3ab0neBaHni,
00YCITOBIEHHbIX aTEPOCKIEPO30M, OTHOCATCA K rpynne
BbICOKOIO pMcCKa, a Npu UX HaNn4mm — K rpynne o4YeHb
BbICOKOIO pUCKa PasBUTUA  CEPLEYHO-COCYAUCTbIX
OCNOXHEHWN.

o YposeHb obuero xonecreprHa (OXC) y naum-
€HTOB C retepo3unroTHon opmoit CIXC (reHeTndeckmi
nedekT, yHaceAoBaHHbI OT OJHOIO M3 poauTenen)
0bbl4HO cocTansieT 7,5-14 mmonb/n.

o Mpn romosurotHon CIXC  (reHeTUdecKunn
OedekT, yHacnegoBaHHbIM OT 0bouX poauTenemt)—
14-26 mmonb/n.

o Taxenag CIXC MOXET MPUBOOUTL K Pa3BUTUIO
NBC y>e B [eTCKOM BO3pacTe.

o [lpwn otcytctBUM Tepanun puck passutms NBC
y naumeHtoB ¢ CIXC B 20 pa3 Bblwe, 4eM B O0LLEN
nonynsauuu.

o CI'XC HeobxoanMo CBOEBPEMEHHO OMArHOCTU-
POBAaTb W NeYnTb a4eKBaTHO.

o [MepBu4yHas npodunakTMka BKIOYaeT B Cebs
npoBefeHMe aKTUBHOIMO CKPUHUHIMA CPpeau B3POCsibiX
W [eten Ona BbISBAEHUS NWL C rMnepxonecrte-
pUHEMMEN.

o JledyeHwe [OMXHO BKMoYaTb B cebs runonu-
NMOEMUYECKYIO OMETY, KOPPEKUMIO TPALULMOHHbBIX
(PaKkTopoB  pucKa, MeOVKaMEHTO3HYyl  Tepanuio,
BKJTIOHAIOLLYIO CTaTUHbI 1 ApYyrMe NUNUACHVXKaoLWwme
npenapatbl, U, NpY HeobxoaMMoCTK, adepes aTepo-
FeHHbIX IMONPOTENA0B.

o MaumeHTsbl ¢ CMXC AOMKHbI HabnoaaTbes y Kap-
AnonoroB (B3pocbIX U AETCKNX).

Puc. 1. Anropnt™ BbisiBNeHNs 1 BedeHus 6onbHbIx CMXC

13Tan
Mounck nauueHToB € Nnogo3peHuemM Ha CIMXC
* BblpaxeHHasa runepnmnmaemMms

1 0o 60 NeT y XXeHLLUMH)
¢ KcaHTomato3

+  PaHHWIM aHamHe3 3aboneBaHNI1, 0OyCIIOBNEHHbIX aTepociepo3om ([0 55 neTy My>kymH

NcknioyeHne BTOPUYHbIX MPUYNH runepxonecrepuHeMumn

2 3Tan
MocraHoBKa guarHosa «CrXC»

* BbisiBneHune npobaHaa — nvua, KOTOpoMy NMepBbIM B AAHHOV CeMbe NOCTaBfeH anarHo3 «CMXC»
+  KackagHbIVi CKPUHWHT POACTBEHHMKOB NpobaHaa

OueHKa JOMOIHUTENbHbIX CepPAEYHO-COCYAUCTbLIX (PAKTOPOB pUCKa U HANNYUS aTepocKiiepo3a

33Tan

OnpeneneHl/le TaKTUKU nevyeHNa n I'IOJJ,60p Tepannn

4 3Tan

OunHamMmunyeckoe HabnogeHne

lNpumedaHne: CIXC— ceMeviHas runepxonectepuHemMus.
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AunarHoctuka n nedyeHue Crxc

Anroputm BbisiBieHna CIXC npeacrasneH Ha puc. 1.
OH COCTOUT M3 YeTblpex OCHOBHbIX 3TAMoB— MOWCK
naumeHToB C nopospeHnemMm Ha CIXC, nocraHoBKa
amarHosza «CI'XC» m nogbop Tepanun ¢ nocnenyto-
WM OUCMAHCEPHbIM OMHAMUYeCKUM HabniogeHuem
3a NauMeHTamu.

Ins kaxnoro w3 3TanoB MNpenycMoTpeHo 06-
cnefoBaHue, HanpasleHHOe Ha OUEHKY JUMUAHBIX
nokasatenien, CKITIo4eHVe BTOPUYHBIX MPUYMH r1nep-
XONnecTepmHeMmn, OLEHKY TPagMLMOHHbIX (HakToOpoB
pUcKa Pa3BUTUS CEPAEYHO-COCYAUCTLIX 3aD0NeBaHni,
OMArHOCTVKY BbIPa>KEHHOCTM aTepOoCKIIEPO3a 1 OLLEHKY
©e3onacHoOCTM MPOBOAMMOM  TUMONUMNOEMUYECKON
Tepanuu. B T1abn. 1 npuseaeHbl HeobxoanMble Ana-
FHOCTMYeCKMe TeCTbl, OnpedeneHbl perynapHoOCTb 1 yC-
JIOBUS UX BbINMONMHEHWS.

CKpuHUHr Ha CIFXC

Hanuune CIXC MoxeT ObITb 3aMofo3peHo nocne
NCKITIOYEHNS BTOPUYHBIX MpudmH (Tabn. 1) runep-
MNnuaoeMun B cilydasx 0e3 Tepanuu, HaTollak, Kak
MUHVMYM B ABYX MOC/IeA0BaTENbHbIX aHANM3ax KPOBW:

— yposeHb OXC >7,5 mmonb/n unn XC JIHM >

4,9 MMOMb /Ny B3pOC/bIX 2 16 ner;
— yposeHb OXC >6,5 mmonb/n unn XC JIHM >
4,1 Mmonb/N'y AeTen 1 NOAPOCTKOB.

Y BCex NaumeHToB C rmnepxonecrepnuHeMmet Heob-
XOOMMO BbISACHATb, IMEETCA N ONCTIUNNOEMUS 1 /UK
NBEC y pOACTBEHHMKOB MEpBOM NUHWUM (poauTenm,
Opatba, cectpbl, Aetn). CIXC yalle BCTpeYaeTcs y iy,
C CEMeWHbIM aHaMHe30M r1mnepxonecTepuHeMmn Unm
Hann4mem NBCy poacTBeHHMKOB B MOMTOAOM BO3pacTe
(y My>4uH 10 55, y XeHwmH 7o 60 neT).

Ocoboe BHWMaHWE MpPKX BbIABMNEHUN TMOTEHLM-
anbHblx cnydaes CIXC cnenyeTr yaoendts MOMNOAbIM
nauyeHTaM C r1nepxonectepmHeMmen, MMeLmm
B aHaMHe3e 3aboneBaHus, 00yCrnoBneHHble aTepocKie-
PO30M, MPOXOAALMM Jle4eHme B KapAMONOrmyeckmx
1 HEBPONOrMYeCKUX OTAENEHUAX N B OTOENEHNAX cep-
J1e4HO-COCYANCTON XMPYPrin (LleneBom CKPUHMHT).

3mepsTb ypoBeHb XxonectepuHa y AeTen cnegyet
HayMHas C ABYXJIETHero Bo3pacra, ecin y poamtenen
nmeetca CIMXC, KcaHTOMaTo3 U paHHee Hadvano NBC.
B TakMx cemMbsx BCe NMUA JOMXKHbI ObiTb 00CIEN0BaHbI
anga ncknodeHnsa CIMXC kak MOXHO paHbLue.

AunarHoctuka CrXc

deHoTuNUyeckme npossneHus CrXc

o KcaHToMbI cyxoxunuin. [Ins AMarHoCTUKM KCaH-
TOM HeOOXOAMMbI BM3yanbHasa OLEHKa M nanbnaums
CNefyIoWMX CYXOXUAUM: axUNOoBbIX, ManbLeB PykK,
TPULENCOB 1 KOMEHHbIX CyCTaBOB (B COMHUTEMbHbIX
CNy4anx MOXET UCMob30BaThbca Y3W nnm broncus).

o JlvnougHaa aoyra poroBuupbl TakxXe CBUAOETENb-
CTBYET O HaNMYUU HapyLUeHWs NUMUOHOMO OOMeHa,

HO MMeeT AMArHOCTUYEeCKOe 3HaveHne, TONMbKO ecn
BbIABNAETCA 0O 45 neT.

o KcaHTenasmbl 4acto BCTpevaloTcs Yy OOonbHbIX
¢ CI'XC, HO He aBNSIOTCA Cneun@UYHbIM MPU3HAKOM;
YTO KACaeTCs Y3eNIKOBbIX, 3PYNTUBHbIX KCAHTOM KOXMU,
TO OHUM Gonee cneunUyHbl A8 BblpaXkeHHOW rmnep-
TPUIAMLEPUAEMUNN N XUNTOMUKPOHEMUU.

o BaXHO, 4TO OTCYTCTBME BbILLEYKA3aHHbIX MPU-
3HakoB He mncktodaet CMXC.

o [MoctaHoBka AmarHoza «CIXC» Bo3MOXHa 6e3
reHeTU4YeCKoro TeECTMPOBAHNS 3aMHTEPECOBAHHbIX FEHOB
(LDLR, APOB, PCSK9 1 LDLRAP1) no theHOTUNMYeCKNM
NPU3HAKaM U KIIMHUYECKMM KPUTEPUAM (CM. HUXE).

KnuHuyeckue Kputepumn ansa AnarHoCTMkKm
crxc

Hanbonbluee pacnpocTpaHeHme Nnoysnnm ronnanHg-
ckue (Dutch Lipid Clinic Network) n 6putaHckme (Simon
Broom Registry) amarHoctudeckue kputepumm CIXC.

CorflacHO MOANMULIMPOBAHHBIM FOSIAHACKUM KPW-
TepusM, NMPOW3BOAMTCA OannbHas OUeHKa CeMenHOro
M NepCOHANbHOMO aHamMHe3a, (eHOTUNYEeCKMX MNpo-
aBneHun CMXC, yposHa XC JIHM. MonyyeHHble Gannbl
CYMMWPYIOT, 11 B 3aBUCUMOCTU OT MX 3HAYEHUS CTaBUTCS
onpeneneHHbI, BEPOATHbIN MM BO3MOXHbIV AMarHO3
«CIMXC» (1abn. 3).

bpwTaHckme kputepmn. JuarHos «CIXC» ctaBuTCA
Kak onpefeneHHbI UK BEPOSTHLIM B 3aBUCKMMOCTU
oT ypoBHa OXC, Hannyus KcaHToM y npobaHaa v/vnm
€ro pOLACTBEHHWMKOB, Pe3ysbTaToB MeHEeTNHeCKoro aHa-
N13a, NepeHeceHHoro MH@apKTa MUOKapAa y YieHOB
cembu (Tabn. 4).

leHeTUYECKNI CKPUHUHT

O [eHeTn4eckMM CKPUHMHI MOXET He UCMOMb30-
BaTbCS B PYTUHHOW KIIMHUYECKOW MpaKTVKe, OfHaKo
BbISIBNIEHME KOHKPETHOW FeHHOW MyTaLMU CyLLLECTBEH-
Ho obnerdaeT NnoctaHoBKY AnarHo3a «CrXC».

O BblisiBNEHME reHHOW MyTalMKn CyLeCcTBEHHO 00-
Jler4yaeT nposefeHne KackagHoro CKpUHMHIA, a Takxe
MOXET ObITb MOME3HbIM NP MIIAHMPOBAHUM CEMbMU.

O BbisBneHve myTaumMmM Hepeoko yBenM4MBaeT
NPUBEPXEHHOCTb NaLMEHTa K Tepanmu.

o CnegyeT NOMHUTb, Y4TO OTPULATENbHBIA TeHe-
TUYECKN TecT He MO3BOJSIeT MOMHOCTbIO WCKIIOYUTb
CIXC, TaK kak npuMepHo y 20% 3Thx DOMbHbIX MyTa-
LM BbIABUTb He yaaeTcs.

KackagHbI CKPUHUHT

KackagHbI CKPUHWHI— no3TanHas UaeHTudumka-
UMs NaLMEHTOB C CEMENHOW MMMepXonecTepuHemMmen
cpenm YneHoB cemMbM npobaHaa, T.e. NepBoro nuua
B CEMbe, KOTOPOMY MOCTaBleH onpeaeneHHbIn v Be-
POATHLIV AmnarHo3 «CMXC». B kackagHbIV CKPUHMHT MO-
3TaNHO BOBJEKAIOTCS POACTBEHHMKM CHaYana nepeow,
3aTeM BTOPOW, TpeTbewn CTemneHW poAcTea. o mepe

MeToanyeckme pekomMmeHgaumum II” | | ‘
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Tabnuua 1. O6cnefoBaHMe NaUMeHTOB NpY NOCTaHOBKe AmMarHo3a «CIXC», nonbope Tepanvmn 1 nocneayto-
wem AnHaMUYeckom HabnioaeHnn

dTanbl HabnoaeHUs

O6cneposaHne MocraHoBKa NopGop/ Annamuueckoe
HabnogeHue 1 pa3
AuarHosa KoppeKuus Tepanuu
B rop,
MprieM Bpaya NepBnYHbINA' X X X
Mprem Bpaya NMoBTOPHbIA? X X

OO xonecTepuH X X X
XCJIHN X X X
XC NBM X X X
Tpurnviuepmabl X X X
TTr X
L® X
T X
KpeaTnHuH ¢ pacyetom CKD X
[niokosa X X
Jlunonpoteng (a) X X

OueHka OMoXMMMYECKUX NoKasaTenen KpoBu ana uckno4veHus npOTI/IBOHOKa3aHI/II7I
K TMnoavnuaeMmnyeckomn Tepanuu un ee nodnenyrouiero KOHTpons

AT, ACT X X X
KOK X X X
KT X X
OxoKTl X X8
Crpecc-ect (SKT-Tect unm e X
BM3Yanun3npyioLLmiA TecT)

MCKT kopoHapHbIx apTepum X3

KopoHapHbIv KanbLmi ) &

LynnekcHoe ckaHMpoBaHue X X

OpaxvoLedanbHbIx apTepu
OnpegeneHwne JMA X4 X+

LynnekcHoe ckaHMpoBaHue
apTEPUI HUXKHUX KOHEYHOCTEM

KoHcynsTaums cepaeqHo-
COCYAMCTOro XMpypra

lMpumedanmne: AJIT, ACT — anaHuH- v acriaprartpaHcamuHasa, [T — ramma-rmytamuntpaHcgpepasa, M6C — niwemmyeckas
bonesHb cepaua, VIMT — nHaekc Maccol Tena, KOK — kpeatnHpocgokmHasa, J1BI1 — mmnonpotensl BbiCOKOM MIOTHOCTH,
JIHI — nunonporenasl Hy3kow rnotHocTy, JIMW — noabixedHo-nnedesovt nHaekc, MCKT — MynbtucrivpanbHas KOMIbko-
TepHas Tomorpagusi, OXC — obLymni xonecrepuH, CIXC — cemeviHas runepxonectepuHemis, CK@O — ckopocTs kiyb6o4koBow
ouneTpaumm, CC3 — cepaedHo-cocyamncroe 3aboneBaHue, TIT — TUPEOTPOMHbIV FOPMOH, Y3W — yibTpa3BykoBoe UCCAeno-
BaHume, XC — xonecrepuH, YCC — yacTota cokpaLieHus cepaua, LL® — wenoyHas gocgarasa, IxoKIr — sxokapamnorpagus.

1 KoHcynbraumsa BktoYaeT:

onpoc, cbop ceMerHOro aHaMHe3a;
—  U3MKanbHbIN OCMOTP;

— uv3MepeHue ALl;

— pacyeT VHAeKca Macchl Tena;
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— WN3MepeHne OKPY>XHOCTU Tallnn,;

— pekoMeHAaLMM Mo NoBoAY KypeHWs, xapakTepa NUTaHus 1 U3nyYeckom akTMBHOCTA.

2 lHTepnpeTaLMsa pe3ynLTaTos 0bCNefoBaHs, HasHadYeH e /KOPPeKLMA MNOAMIMAEMYECKO Tepanuu.

3 Kakoi1-To ofuH MeTod, UCCNefoBaHns, UCXOAA U3 MoKa3aHWi (C y4eTOM KIMHWUYECKOM KapTVHb U Pe3ynsTaToB
npeaTectoBo BeposTHOCT! MBC) 1 BO3MOXHOCTEN LIeHTPa.

4 Tonbko kypALWIM NaLMeHTaM 1 NP Han4MK Xanob Ha NepeMexaloLLylocs XPOMOTY.

5 Tonbko npw No4pIKeYHo-MnnedyeBoM nHgekce <0,9.
6 Mpu Han4MK NokasaHWii.

7 Tonbko npn noaseHnN MbllleYHbIX CUMMNTOMOB.

8 1 pa3 B rof NPU yMepeHHOM aopTanbHOM CTeHo3e, 1 pa3 B 5 feT npy HOpMe UM HaYamnbHbIX U3MEHEeHMsX,

1 pa3s B 6 MecALEeB Npw TAXEIOM aopTasibHOM CTeHO3e.

9 1 pa3 B rog npu cTeHo3e Gonee 50%, 1 pa3 B 2 roaa Npu cTeHose MeHee 50%.

Tabnuua 2. Bo3MOXHble NPUHMHBI BTOPUYHOW r’MNepannuaemMmnm

HapyLueHue guetbl

JlekapcTBeHHbIe npenaparbl

3aboneBaHus

HapylweHus metabonusma

dusmnonornyeckne coCToaHns

lpumedaHuve: BUY — Bupyc uMMyHoLepuumTa YernoBeka.

BbIfABNIeHNA HOBbIX MaumeHToB ¢ CIXC X pOACTBEHHU-
K Takxke obcnenytotcs. KackagHbli CKPUHUHT — Hau-
Ponee LenecoobpasHbil CNocob AMarHoCTUKN paHee
He amarHoctmpoBaHHou CIXC, Tak Kak OH Mo3BONsAeT
BbIBUTb NauueHToB ¢ C['XC B TOM Yucie Ha JOKINHN-
4YeckoM 3Tane. DTO MOMOraeT NPoBOAUTb NpodKUIaK-
TVYeckMe MepomnpuaTvsa, BKIOYaOWME U3MEHEHKe
obpasza Xm3Hu, Koppekumio daktopos pucka CC3
¥ afeKBaTHYIO NIEKAPCTBEHHYIO Tepanmio, CHUXAaIoLLYIO
YPOBEHb XofecrepyiHa B KPOBM 1 MPeLoTBPaLLAIOLLYIO
pPa3BUTUE COCYAMCTbIX KAaTaCcTpod.
Bo3MOXHbI BE CTpaTernmy KackafiHoOro CKPUHMHIa

POLCTBEHHIKOB NPobaHaa: reHeTn4eckas 1 eHoTUN-
yeckas.

HacblILlLeHHble XVpbl

TpaHOKMPbI

AHopekcua

LinknocrnopwuH

[nypetrkn

[MioKokopTrKOMAb!

AMUOAPOH

MIMMyHOOenpeccaHThl

KomMOVHMpoBaHHbIe opalibHble KOHTPaLEenTBbI
BblCcOKOaKTVBHasA aHTMBKMpPYCHadA Tepanus npu BY
Xofnecras

Hedpotnyecknm cuHapom

XpoHu4deckas 6onesHb novek

CaxapHbi omnabet

[MnoTnpeos

OxwnpeHne

CnHpopoM KylumHra

bepemeHHoCTb

leHeTUYeCKUW KacKkagHbIN CKPUHUHT

Ecnu y npobaHma Obino NpoBeaeHo MonekynapHO-
reHeTU4yeckoe obCneoBaHMe W BbiBIIEH MaTONOr-
4YeCcKn BapWaHT anfenen 3anHTepecoBaHHbIX MeHOB,
TO npu 0bCnefoBaHUM POACTBEHHMKOB HeODXOAMMO
OLEHUTb Yy HWUX ero Hanuuue. Mpy NoATBEPXAEHUN
HaNM4Ms NaToreHHbIX MyTaLWIA POACTBEHHMKY CTaBUTCA
anarHos «CMXC», paxe ecnun yposeHb XC JIHIT y Hero
HUXe AMarHOCTUHECKMX 3HAYeHUM, XapakTepHbIX Ans
JaHHoro 3abonesaHus. Mo Mepe BbISBAEHUS HOBbIX Na-
umeHToB ¢ CTXC VX POACTBEHHUKM Takxke 0DCreayoTcs.

MeToguyeckme pekomMmeHaaunu "” | | ‘
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Tabnuua 3. MoandunumMpoBaHHble ronnaHackmne anarHoctndeckme kputepnn CIXC

(Dutch Lipid Clinic Network)

CeMenHbIV aHaMHe3 Bannbl

a) PofCTBEHHMK 1-11 CTeNeHW poACTBa C paHHeEN (My>X4mHbl <55 feT, XeHumHbl <60

net) NBC unun Apyrm CoCyaUCTbIM NOPaKeHneM

W POACTBEHHMK 1-11 cTenenn poactea ¢ XC JTHIM >95-ro npoueHTuns

6) PoAcTBeHHVIK 1-11 CTeNeHW POACTBa C KCAHTOMAaMM CyXOXUIUA 1 /UK IMNOVAHOW 2
Ayron poroBuubl Unn getu monoxe 18 net ¢ XC JTHM >95-ro npoueHTuns

UcTtopus 3aboneeaHus

a) Y nauueHTa paHHas (My>x4uHbl <55 fneT, XeHLinHbl <60 net) NBC 2

0) Y naumeHTa paHHee (My>unHbl <55 €T, XeHLmHbI <60 NeT) pa3suTie 1
aTepOCKIepOTUHECKOTO NopaxkeHns bpaxmoLedanbHbiX /nepudepruieckiix apTepun

®dusnkanbHoe obcnegoBaHue

a) KcaHTOMbI CyxoxXmnnmim

0) JInnownaHas oyra porosuupsl 0o 45 nert

JlaGopatopHbI aHanus (Npu HopManbHbix XC JIBM v Tpurnuuepupax)

a) XC JIHI >8,5 mmonb/n

6) XCJIHM 6,5-8,5 MMonb/n
B) XC JIHM 5-6,4 Mmonb/n
r) XCJIHM 4-4,9 mmonb/n

w U1

AwnarHos «CrXc»

onpefeneHHbIn
BEPOSATHBIN

BO3MOXHbIN

>8 Dannos
6—8 6annos

3-5 Gannos

MMpyMeyaHe: AnarHo3 yCTaHaBIMBAETCS Ha OCHOBaHMM CyMMbl 6asioB, MOMYHEHHbIX B KaxXaow rpyrne (BHyTpu rpynnb
6arnnbl He CyMMUPYIOTCS), YHUTBIBAETCS TONIKO OAMH NPU3HAK, AAIOLLUMI MaKCUMabHOe KOIMYecTBO 6asios BHYTOU KaXKA40oM
m3 rpynn, JIHI — nunonpotengsl H13kow nnotHoctr, CIXC — cemeriHas runepxonectepuHemms, XC — xonectepuH, UbC —

niemmdeckasl 6onesHs cepaua.

deHoTUNNYECKNI KacKagHbIV CKPUHUHT

Mpv oTpuLaTENbHOM pe3yrbraTe reHeTN4ecKoro Te-
CTVPOBaHWsA NPobaHaa UM NP OTCYTCTBIN BO3MOXKHO-
CTV ero npoBefenus anarHoctnky CMXCy Gnvkanwmx
POACTBEHHVKOB ClleflyeT MPOBOAUTb Ha OCHOBaHUMU
XapaKTepHbIX AN POCCUMCKOM MONyNALMN YPOBHEW
XC JIHM B npna3me ¢ y4eToM mona 1 Bo3pacrta obcne-
Ayemoro. [1na nocCtaHOBKW AMAarHo3a POLACTBEHHVIKAM
BonbHoro CMXC BO3MOXHO MPUMEHeHWe OpUTAHCKUX
broxmmMmyeckmnx kputepmes CIXC, Bblcokas YyBCTBU-
TenbHOCTb (93%) 1 cneunbniHOCTb (82%) KOTOpbIX
B auarHoctmke CIXC Obinv NPOLEMOHCTPMPOBAHD
Ans poccuinckor nonynaumm (puc. 2). CornacHo 3tmm
KpUTEPUAM, HarpuMep, y XXeHLLMHbI B BO3pacte 25 neT
¢ ypoBHeM XCJIHM=4,6 mmonb/n amarHos «CrXC»
Oyner BeposiTHbIM, eci XCJTHM=4,0 mmonb/n—

BO3MOXHbIM, a npu yposHe XC JIHM 3,4 mmonb/n
CrXC manoBeposTHa.

InarHoctn4eckmne MeTofbl, UCMOnb3yemMble A1 Bbl-
ABIEHUSA MHOEKCHbBIX MaLMEeHTOB, Takve Kak KpuTtepum
Dutch Lipid Clinical Network 1 Simon Broome, He cne-
LYeT NpUMeHsTb Npu AuarHoctnke CIXCy bnvkanwmx
POACTBEHHIKOB NMpobaHaa.

JleyeHne

Jnua ¢ CMXC (B criyyae fieTer Ux 3aKOHHbIe NMpeacTa-
BUTENN) AOMKHbI ObITb 0083aTENbHO MPOUHPOPMUPO-
BaHbl O TOM, 4YTO OHW HaXOAATCS B FPyMne BbICOKOrO MK
OYeHb BbLICOKOTO pUCKa Pa3BUTUS CepAeyHO-COCyam-
CTbIX OCNOXHEHN, 0OYyCNOBNEHHbIX aTePOCKIEPO30OM.
TpaouumoHHble Wwkanbl (Hanpumep, Tabnuuy SCORE)
LN NMPOrHO3MPOBaHWA CepPAeYHO-COCYANCTBIX PUCKOB

I ATEPOCKIIEPO3 U AMCAIMIAVAEMUAN
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Tabnuua 4. EputaHckie anarHoctdeckie kputepum CIXC (Simon Broome Registry)

OnpegeneHHbIVt anarHo3 «CFXC» ctaBuUTcs, ecnu:

OXC > 6,7 Mmonb/n vnmn XC JTHM > 4,0 mmonb /0 y peberka Mnaglue 16 net uam
OXC> 7,5 mmonb/n nnm XCJTHIM > 4,9 MMosb /1y B3POCOro.

Trr0C OIHO N3 HXKENEePEYUCIIEHHOIO:

HanM4Me CyXOXMbHbIX KCAHTOM Y MaLmMeHTa UM POACTBEHHMKA 1-11 cTeneHn poacTea (poantenu, aetu,
OpaTbsi, CECTPbI) MW Y POLACTBEHHMKA 2-11 CTeNeHn poACcTBa (LeayLuku, 6abyLuku, Asam Unv TeTn);

no3nTnBHbI TecT OHK-anarHocTkm, NoATBepX AWM MyTaumn reHa peuentopa JIHIM, anoB-100 nnu
PCSKO.

BepositHbvi gnarHo3 «CrXC» craBuTcs, ecnu:

OXC> 6,7 mmonb/n unmn XC JTHM > 4,0 mmonb /Ny pebeHka mnagie 16 net uam
OXC> 7,5 mmonb/n unu XCJTHI > 4,9 Mmonb /11y B3pocsioro.

Inroc 0oHO 13 HXKenepevmcIeHHOro:

OTAMOLLEHHbIV CEMeVHbIN aHaMHe3 00 50 neT y poAcTBeHHMKa 2-11 CTeneHn poacTea, Ao 60 net
Y POACTBEHHMKA 1-1 CTeneHn POACTBa;

OXC> 7,5 Mmonb/f1y B3pocnoro 1-1 unn 2-i1 cteneHn poacrtsa nnm nosbiwerHne OXC > 6,7 mMmonb/n
y pebeHKa nnm poacTBeHHKMKa 1-1 CTeneHn poacTBa B BO3pacTe MeHee 16 neT.

MMpumeydanms: JHK — nesokcuprboHyknenHosas kucnota, JIHI — nunonporenabl H13kow naoTHocTy, OXC — obuymi xone-
crepuiH, CIXC — cemeviHas runepxonecrepuHemims, XC — xonecrepuH, PCSK9 — npornpotenHKoHBepTasa CyoTmnm3mH-KekCuH
mna 9.

Puc. 2. Broxmmudeckie kputepumn CMXC ana poactseHHukos (NICE — National institute for clinical excellence,
2008)

XEeHLLUMHbI MyXYMHbl

BO3pacT| 0-14 | 15-24 | 25-34 | 35-44 |45-54 | >55 0-14 | 15-24 | 25-34 | 3544 | 45-54 | > 55
53 53 53 53 53 5,3 53 53 53
5,2 5,2 52 52 52 52 5,2
5,1 5,1 5,1 5,1
5,0 5,0 5,0 5,0
49 49 49 49
4.8 48 48 4.8
4,7 4,7 4,7 4,7
4,6 4,6 4,6 4,6
4,5 4,5 4,5 4,5
44 44
43

XC JIHM (mmonb/n)

BeposTtHbiit auarto3 «CIXC» [l BoamoxHbiid anarto3 «CIXC» [l CIXC otcytcTsyet

MMpumeydanwe: JIHIT = mnonpoTenasi H13kow nnotHoctu, CIXC — cemeviHas runepxonectepuHemus, XC — xonectepuH.
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Henb3d npyMeHaTb y nnL, ¢ CTXC. Mpu BbigeneHmnn CIXC
HeobxoaMMO DObICTpee HayaTb KOMMEKCHOE NedeHue.
[nvtencHas nekapcrBeHHas Tepanus MO3BONAET OTO-
ABUHYTb BpeMsl MaHudbectaumm MBC 1 ee oCIoXXHEHNN
y v, ¢ CMXC. CIXC TpebyeT NoXM3HEHHOrO neveHns
1 PEryNSPHOro BpayeOHOro KOHTPOSS.

HemepgukameHTO3HOe neyeHne

Koppekuusi haktopoB prcka 1 Moamudmrkaums ob-
pasa >XM3HN.

Koppekuys TpadMLUMOHHbIX A8 0bLLer nonynsaumm
(haKTOPOB pUCKa ABNAETCSH HEYKOCHUTENbHbIM YCITOBU-
eM apdexTBHOrO feveHmns CMXC. B nepsyto oyepenb
3TO OTKa3 OT KypeHus (0cobeHHOo Yy nofert Monoaoro
BO3pacta), KoHTpomb (Npu HeobXoaMMOCTV Medmka-
MEHTO3HbIN) apTepPUanbHOMO  AABMIEHNS, CHUXEHWE
MHOEKca Macchl Tena Lo 3HaYeHNn He Oonee 25 Kkr/m?,
003MPOBaHHasA msmyeckass Harpyska nof KOHTPOSeEM
YCCw A onsa 6opbObl ¢ rtunogmHamment. Y nnu, ¢ CIXC
cnemyeT orpaHuYMBaTh yroTtpebrneHmne HachILLEHHbIX
XUPOB W TPaHOKMPOB. KonmyectBO  xonectepuHa
13 MULLW He JOSKHO npesbiwaTth 200 Mr/aeHb.

MepunkameHTOo3HOe neyeHue CrXc
Y B3pOC/bIX

Llenbto Tepannun aBngetcs 4OCTUXeHWe ypoBHA XC
JIHI <1,8 mmonb /1 npy Hannynmn MBC, nnm caxapHoro
Avabeta, MUK 3HA4YMMOro aTepoCK/IEPOTUHECKOrO Mo-
paxeHns OpaxuouedalnbHbIX UK nepudepudeckmnx
aptepuin  (Hamuume aTepockepoTMYeckux  bnaLlek
co creHo3oM 50% 1 Gonee) 1 <2,6 MMOnb/N NpK 1X
OTCYTCTBUW.

Onga  B3podibix naumeHtoB ¢ CIMXC crapToBoe
JIeYeHme 3aKJ4aeTcs B npremMe MakcManbHbIX Tepa-
neBTUYECKUX A03 CTaTMHOB: po3yBactatMHa 40 Mr nnm
atopsacTtatHa 80 Mr.

Y nuu, ctapuie 18 neT ¢ reteposurotHont CIXC npw
He[0CTaTO4HOW 3dEKTUBHOCTL CTaTUHOB B MakCK-
MaJibHO MepPeHOCUMBbIX L03ax C Lefblo OOCTUXEeHUS
peKoMeH0BaHHbIX LieneBbix ypoHen XC JTHIM gonxeH
LOMOMHUTENBHO Ha3Ha4aTbCa 33eTummb 10 Mr un/wmnm
3BonokyMab 140 Mr NoaKoXHO Kaxkable 2 Hedenu Unm
420 Mr OfVH pa3 B MecCsLL.

MepukameHTO3HOe neyeHue getenm ¢ CrXC

Llenblo Tepanuu y geten B Bo3pacte 8—10 neT siB-
naetca poctvkeHne yposHa XC JIHIM<4,0 mmonb/n,
y deten crapwe 10 net <3,5 Mmonb/n. Y Manb4ynkos
1 geBoyek Lenesble ypoBHW XC JTHIT He pazfninyatotcs.

MNocne Koppekumn OMeTbl U YPOBHA (pusnye-
CKOW aKTUBHOCTM npw coxpaHeHun XC JIHI Bbiwe
PEKOMEHO0BAHHbIX LIENEBbIX 3HAYeHWM MO AaHHbIM
He MeHee YeM ABYX M3MEPEHUI Ha3HA4aloTCs CTaTUHbI
B HM3KWX [o3ax. KiuHu4eckrne wnccnemoBaHW| Mofg-
TBEpAMN 06e30MacHoOCTb 1 3PHEKTUBHOCTL NeYeHns
CTaTMHaMK fdeten. [leTaM 1 noApocTkaM B Bo3pacTe
10—17 net BO3MOXHO Ha3Ha4eHme 33eTUMmnba B MOHO-

N KOMOVHMPOBaHHOM Tepanun. Mpu retepo3nroTHoOM
CIXC HeobxoOMMO CTPeMUTLCS K Hadany nedeHuns ¢ 8
net. Mpu romo3urotHor CIXC neveHne OOMNXHO ObiTb
Ha3Ha4eHo B Oonee paHHeM Bo3pacTe. MnonMnnaeMm-
yeckas Tepanua CFXC B nybepTaTHOM BO3pacTe A0MKHa
NPOBOANTLCA COBMECTHO C NMeANATPOM.

lfomo3urotHaa CFXC- rpynna oyeHb
BbICOKOIO pUcKa

B HacToALLee BpemMs 30M0TbIM CTaHAIPTOM JIeHeHNs
naumeHToB ¢ romo3urotHon CIMXC sBnseTcs nporpamm-
HbIn (perynsapHbI) adepes JTHI— akcTpakopnopanb-
Hoe ynaneHue XC JTHI 13 nnasmbl Kposu.

HasHayeHwue Tepanmm ctTaTMHaMu 1 Ha4ano adepesa
XC JIHI B paHHeM Bo3pacTe, a TakXke perynsipHbIn
KOHTPOMb 3a NaumeHTaMm ¢ romo3unrotHon CMXC rmetoT
KM3HEHHO BaXKHOE 3HaYeHVe.

Y nuny ¢ romosurotHon CIXC crapwe 12 net
K Tepanuym MoOXeT ObiTb [OMONHUTENIbHO Ha3Ha4eH
3BonokyMab 420 Mr nogkoxHo 1 pa3 B Mecau,. Mauyn-
eHTbl, nony4amole adepes, MOTyT HavaTb JleveHue
3BONIokyMaboM B fo3e 140 Mr kaxable OBe Hegenm
B COOTBETCTBUM C rpadpukoM adpepesa. Jluam craplie
18 net Kk Tepanun MOXeT OblTb A0OaBNEH 33eTUMNG
10 M.

TepaneBTuyeckmnmn adepes (JIHM-acdepes)

= MeOuumHcKMe paboTHVIKM AOMKHbI HANPaBATh
KaHOMOaToB Ha nposefeHue JIHIM-adepesa B Meau-
LMHCKME YHPeXOEHMSA, ero OCyLLEeCTBNFIOLLME.

= [lpy Hanuunn  3akitodeHns  degepanbHom
MeOMLMHCKOM opraHm3aumm o Heobxoammoctu JIHI-
adepesa 1 OTCYTCTBUM B CcyObekTe PO MeamUMHCKNX
OpraHv3auUmi, ero OCyLIeCTBASIOWIMX, HeOOXOOAMMO
obpallathCs B OpraHbl Bnactn cyobekta PO ¢ npen-
NOXEHMEM OpraHM30BaTb B OAHOW W3 MeAULIMHCKNX
opraHu3aumM cybbekta nposedeHne JIHM-adepesa
MO XXWM3HEHHbIM MOKa3aHUSM.

= JIHM-adepe3s nposoautcs OGonbHbiM  CIMXC,
y KOTOpPbIX He LOCTUTHYTHI Lenesble ypoBHK XC JIHM
Mpv MOMOLL MaKCKManbHO BO3MOXKHOW runonunuae-
MUYeCcKoW Tepanuu.

= Adepes npoBOOAUTCA exeHenensHo uiam 1 pas
B [1B€ Hefenu. B xoae Hero 113 nnasmbl KPOBY NaLMeEHTa,
nepdy3npyemMon Yepes cnelmanbHbIv annapart, yaans-
erca 80—100% JIHI. lMpw 31O0M KOHUeHTpauua JIHM
B M/1a3aMe KPOBW MalyeHTa, B 3aBUCUMOCTM OT 06beMa
obpaboTaHHOW Mna3mbl, CHKXaeTcs Ha 70-80%.
B Hactosllee BpemMs cCyLlecTByeT 6 MeTofoB adepesa
NMNONPOTENAOB, WCMOMB3YIOWMX Pa3fINYHble CBOW-
CTBa aTepPOreHHbIX NMNONPOTEUAOB ANS UX yOANeHus
1 Da3MPYIOLLMXCA Ha Pa3HbIX TEXHOMNOMMAX: KackagHas
nnasMouabTpaLmUs, IMNUAHas GUbTPaLMs, renapuiH-
MHOYUMPOBAHHAsA  Mpeuunutaums  N1nonpoTenaos,
addrHHAA NnasMo- 1 reMocopbLMsa NTUMONPOTenaoB,
NMMYHOCOPOLMS NTMMONPOTEMAOB.

« JIHIM-adepe3 HasHa4aeTcd MauyieHtam, Yy Ko-
TOpPbIX Mocie 6 MecsiueB MakCMManbHO BO3MOXXHOW
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KOMOWHMPOBAHHOW  TMMONUMAEMUYECKON  Tepanin
He 0OCTUIHYThI Lenesble YpoBHU XC JTHI, Ha3Havaetcs
JIHI-adbepes B COOTBETCTBM CO CJIefyIOLL MY MOKa3a-
Huamum: romosurotHas CIXC n XCJIHM >7,8 mmonb /1,
NI reteposurotHas CIXC u XC JTHIM >7,8 mMonb/n
+ 0-1 pgononHUTEenbHbIN akTop CcepaeyHO-Ccocyan-
croro pucka, I reteposmrotHas CIXC n XC JIHM
>5,2Mmonb/n + 2 hakTopa prcka U ypoBeHb NMo-
npotenga (a) >50 mr/an;

* reteposurotHas CITXC v XCJIHI >4, 1 mmonb /1,
NpUHaZnexatime K rpynrne O4eHb BbICOKOrO pUCKa
(ycraHoBnernHas WBC, gpyrve CC3 mnmM CcaxapHbiii
nmaber);

* reteposurotHasa CIXC npy OTMeHe rMnoamnu-
JIEMUYECKOM Tepanunn B CBA3WN ¢ BepeMeHHOCTbIO Mpu
BbICOKOM PUCKE OCNTOXHEHUI.

*  JKeHWM Hbl  penpoiykTMBHOMO — BO3pacta BO
BpeMs Jile4eHUa OOMKHbI NMOMb30BaTbCA aAeKBATHbIMU
MeTOAaMU KOHTPaLenummn.

o OKeHwwmHbI ¢ CITXC LOMKHBI MONYy4UTb KOHCYIbTa-
Lo nepef, 0epeMeHHOCTbIO U MHCTPYKLMK MO OTMEHe
npuema rmnonnMnuaeMm4eckux CpencTs He MO3fHee
4em 33 4 Hepenu OO NnpekpalleHus npefoxpaHeHns
OT DepPeMEHHOCTU U He AOMXKHbI MPUHMATL 3TW MNpe-
napatbl 4O OKOHYaHMSA MPYLAHOMO BCKaPMITVBAHUA.

« B cnydae HesannaHMpoBaHHOW OepemMeHHOCTU
XeHwmHa ¢ CIXC pomkHa He3aMemiuTeNlbHO npe-
KpaTnTb NMpueM MiodbIX rUNoNMnMaeMNYecknx CpeacTs
1N CPOYHO MPOKOHCYNBTPOBATLCA CO CBOMM JeYaLlyiM
BPAYOM.

*  PekomeHZyeTCH KOHCyNbTaums nevallero Bpada
Mo AanbHeurLieMy npuemy Apyrvx runonunuaemMmye-
CKMX MPenapatoB, He OTHOCALLMXCA K CTaTMHAM.

e B cBA3M C pe3ynsrataMm HECKONMBbKMX MMUTOTHBIX
KITVHWNYECKUX UCCNEAOBAHUA O HEraTVBHOM BAMSIHUM
CTaTVHOB Ha PePTUNBHYIO DYHKLMIO Y MY>XXHH MOXHO
pekoMeHgoBaTb nauneHty ¢ CIXC Bosgepxarbcs
OT npuvemMa CTaTUMHOB Ha MNEepUOL  MIaHMPyeMoro
3a4aTms.

MeTopguuyeckme pekoMmeHaaunu "” | | ‘

CnuncokK cokpaLLeHumn

SCORE The European cardiovascular disease risk
assessment model

AN ApTepuranbHoe gaBneHue

AT, ACT AnaHuH- 1 acnapTaTTpaHCaMUHa3a

T [aMMa-ryTaMmuiTpaHcdepasa

NBC Nwemunyeckasn 6onesHb cepaua

umT NHpekc macchl Tena

KDK KpeaTuHdocdokiHaza

JiBN JlnonpoTenapl BbICOKOW MAIOTHOCTU

JIHN JlvnonpoTenapbl HU3KOM NNOTHOCTA

nann JloabiXke4yHo-nnevyeBon MHOEKC

MCKT  MynsrucnmpanbHasa KOMMAbIOTEPHas
ToMorpagusa

Crxc CeMelHas rmnepxonectepmHeMms

CK® CKOpOCTb KIyOOo4KOBOW (hUnbTpaLmn

CcC3 CepoeyHo-cocyamcroe 3aboneBaHye

Tir TPeoTPONHbBI FOPMOH

Y31 YrbTpa3ByKOBOe MccefoBaHue

XC, OXC XonecrepuiH, 00U XOnecTepyuH
Yycc YacToTta CoKpalleH s cepala
o LLleno4Has docdaTaza

IxoKI' >xokapavorpadus
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