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CemeiHble runepxonecrepuHemun (Cl) — ato rpynna reHeTn4eckmx HapyLweHUn, Ko-
Topble NPUBOAAT K CEPbe3HOMY MOBbILIEHUI0 YPOBHA XONecTeprHa B KPOBU 1 BO3PaCTaHMIO
pucka paHHero pa3BuTuA nwemuyeckoin 6onesnm cepaua (UBC). CI' — B uucne Haubonee
4acTo BO3HMKAIOWNX BPOXKAEHHbIX MeTabonnyecknx HapyweHuii. CI BO3MOXXHO U3neyntb.
Nna pocTnkeHnA He06XOANMOr0 CHUXKEHUA YPOBHA XONecTepyuHa NMNONPOTENHOB HU3KOM
nnotHoctu (JTHM) Ha 50% unn 6onee Heo6X0AMMO arpeccuBHOE NieuyeHue, HanpaBieHHoe
Ha cHmKeHune nunuaos. [Ana nauneHToB, Mmetownx apyrve cakropbl pucka IBC Heobxo-
anmo cHxkeHune xonectepuHa JIHIM po 6onee HU3Kkoro yposHa. HecmoTtpa Ha pacnpocTpa-
HeHMe 3Toro 3a6oneBaHUA N AOCTYNHOCTb 3thdekTMBHLIX MeToaoB neyeHus, CI ocraerca
Hefl0CTaTOYHO AMArHOCTMPOBAHHOW M N3y4eHHON, oco6eHHo y aeTei. Hepoctatku B Ana-
rHoctuke u neuedum CI' noauepkmBaloT He06X0AMMOCTb YNyylIEHUA MH(OPMUPOBAHOCTY
M NOHMMaHWA 3Toro 3a6oneBaHNA CO CTOPOHbI 06 ECTBEHHOCTU I MeAULIMHCKUX paboTHM-
KOB. ATOT AOKYMEHT COAEPXUT peKoMeHAaLmmn no obcnefoBaHuio, ANAarHOCTUKe U neye-
Huio CI' y aeTeii n B3pocnbix, paspaboTaHHbIe 3KCMepTaMu No ceMeilHO XonecTepuHeMum
HauvnoHanbHol nunnaHoi accounaumu. ITOT OTYET HAMHOTO WKpPe, YeM paHee ony6nuko-
BaHHble PYKOBOACTBA, NOCKOJIbKY OTpa)kaeT KOHKPETHOe KIMHUYEeCKoe pyKOBOACTBO ANA
Bpayeil NepBUYHON MeAULIMHCKOW NOMOLUM U CNeLManucToB No NUNMAaM, HanpaeneHHoe
Ha ynyulweHue segeHuna 6onbHbix ¢ CI' n cHmkeHune y Hux pucka VIBC.
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rolemia, LDL receptor, apheresis, cascade
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homozygous, homozigote.

KntoueBbie cnoBa: cemeiiHaa rmnepxo-
nectepuHemuna, peuentop, JHM, adepes,
KacKafHbI CKPUHWHT, reTepo3nroTHbIN, re-
Tepo3nroTa, roMO3uroTHbIV, FOMO3MroTa.

NcTopua n o6ocHoBaHue

CemeliHble  runepxonectepuHemMunmn
(CT) — aTO rpynna reHeTMYecknx Hapylue-
HWIA, NPUBOAALLMX K PE3KOMY MOBbllle-
HUIO YPOBHA XOnecTepuHa B KpoBu. XoTA
TepmuH CI B npownom ucnonb3osanca
NMPUMEHUTENbLHO K HapYLUEHUAM peLenTo-
POB NMNONPOTENHOB HU3KOW NNOTHOCTU —
JIHI (JTHMNP), B aToN cTaThe 6yneT paccMma-
TpuBaTbcA Gornee WMPoKoe NOoHATME, OTpa-
)atollee OTKpbITME B 06M1acTh HApYLLEHWIA
reHoB anonunpotenHa B (Ano B), nponpo-
TEWHKOHBEpPTasbl  cy6TUNU3NHA/KeKCUHa
Tmna 9 (MKCK9), a Takxke apyrvue Hapylue-
HWA, NPUBOAALLME K TAXENON runepxone-
CTepuHeMUn, a Takxke YyBenuymBawolime
PUCK paHHEro pasBuUTUA NILIEMUYECKOI 60-
nesHu cepaua (MIBC). O6wan KoHUeHTpa-
UMA XonecTepuHa y NauveHToB ¢ reTepo-
aurotHon CI (reHeTudyeckume HapylieHus,

*CratbAa onybnukoBaHa B Journal of Clinical
Lipidology, Vol 5, Ne 35, June 2011, P. S1-S8.
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Hacneayemble OT OAHOrO M3 poauTenen),
Kak npaeuno, coctaenAaet oT 350 go 550
Mr/an, a npy romo3uroTHon copme (re-
HeTWYEeCKMe HapyLeHWA, Hacneayemble OoT
obounx poautenen) — ot 650 go 1000 mr/an.
Cl' - ooHO 13 Hanbonee pacnpoCcTpaHeH-
HbIX BPOXXAEHHbIX METaboNMUYeCKNX Hapy-
weHnn. NeTepo3uroTHaa hopma BCTpeya-
etcA npumepHo y 1 n3 300-500 yenosgek,
0AHaKo B HekoTopbix nonynaumax B CLUA
3TO COOTHOLUEHNEe HamHOro Boiwe. [omo-
3UroTHaA hopma BCTpeyaeTcA 4OCTaTOYHO
peaxko — NnpuMepHo y 1 13 1 MnH YenoBexk.
Mockonbky CI ABnAeTcA pesynstaToMm re-
HETWYECKOrO HapYLIEHWA NN HapYLLEeHNH,
rMnepxonecTepuHeMnA pa3BMBAETCA C
LETCKOro BO3pacTa v NPUBOAMT K PaHHEMY
passutuio VIBC. Ocoboro BHMMaHuA 3a-
CNYXXnBatoT HoCUTENM romo3unroTHown Cl, y
KOTOPbIX TAXKENAA rMNepxonecTepuHeMun
06bIYHO MPUBOANT K BbIPaXEHHOMY aTepo-
CKNEepo3y W Aaxe CepAevHO-COCYANCTbIM
3aboneBaHNAM B AETCTBE W IOHOCTW.

Cl — n3neunman 6onesHb. [na pocTun-
XEHUA HEeOoOXOAMMOro CHWXEHWA YPOBHA
xonectepwuHa JTHI (XJTHM) Ha 50% wnun 60o-
nee HeobXoAMMO arpeccuBHOE neyveHue,
HanpaBneHHOE Ha CHYXeHne nunnaos.. [na
naunMeHToB, UMeloWnX Apyrre ¢akTopsl
pucka VIBEC, Heobxoammo cHukeHne XJTHI
no 6onee HM3KOro yposHA. Kpome auetsl
N U3MEHEHVA CTUNA XN3HW, LOCTYNHbI 6e3-
onacHble 1 3hheKTNBHbIE BUAbI MEANLIMH-
CKOTO NeYeHnA, BKNoYanA CTaTUHbl U Apyrue
AUANOOCHWXKaoWMe npenapaThl, a Takxe
NHM-acdbepes3 (metoa yoaneHwA 13 KpoOBW
NMHM » ppyrux yactmu Ano B). Hecmotpsa
Ha pacnpoCTpaHEHHOCTb 3ToW 60nesHn K
AOCTYNHOCTb 3¢pHEeKTUBHBIX METOLOB Neve-
HuA, CI" ocTaeTcA HeLOCTaTOYHO ANArHOCTU-
POBaHHOW 1 N3Y4eHHOWN, 0COBEHHO Y AeTeW.
Mo HekoTopbim oueHkam, CI anarHocTnpo-
BaHa npumepHo y 20% naumeHToB, 1 NALLb
HebonblUan 4yacTb M3 HMX NonyyaeT Haane-
Xalllee neyeHue.

HepocTtatkum B AmarHoctvke u nede-
Hum CI nopyepkuBaloT HeO6XOAMMOCTb
ynyyweHna WHPOPMUPOBAHHOCTA W MO-
HMMaHWA 3TOro 3aboneBaHnA CO CTOPOHDI
06LEeCTBEHHOCTN M MEANLUHCKMX paboT-
HWKOB. [MaBHOE B 06Yy4YeHNN — NOHMMaHNe
BaXHOCTN Bceobulero obcnenoBaHnAa B
LOETCKOM BO3pacTe W KackagHoro ckpw-
HVWHra Ha COAepXaHwe NUNWACB Y POA-
CTBEHHMKOB 60nbHbIX CI. B KNUHMYeckom
PYKOBOACTBE COAEPKaTCA PEeKOMeHAaUnm

no npoBeaeHntio obcrnenoBaHUA, AnarHo-
cTvkn 1 nevenmna Cl y neten n B3pocnbix
(BKIOYAA XXEHLWMH PENPOAYKTNBHOIO BO3-
pacta u B nepuon 6epemeHHoCTM). Peko-
MeHaauumn paspaboTaHbl rpynnon akcnep-
TOB MO CEMEWHOWN rMNepxonecTepuHeMun
HaumoHanbHOMW nunmgHoOW accoumaunm.
[aHHbIi 0OKYMEHT oOcBellaeT npobnemy
lwMpe, Yem paHee OnybrnMKOBaHHblE, MO-
CKOINbKY COAEPXWUT KOHKPETHOE KNunHUYe-
CKOE PYKOBOACTBO ANA Bpayeln nepBnyHom
MEANLMHCKON MOMOLLM 1 CheuvnanuctoB
no NUNuaam ¢ Lenbio yrnyylleHnA BeAeHnA
60nbHbIX ¢ CI" 1 yMEHbLIEHNA Y HWX prcKa
NBC. PykoBoactBO coaepxuT o6oCHOBa-
HMe 1 aoKazaTenbcTBa PeKOMeHAaUNiA, oa-
HaKo AOKYMEHT He crieflyeT paccMaTpmBaTh
Kak pe3ynbTtaT nonHoro o63opa onybnmko-
BaHHOW nuTepaTypsbl [1-5].

1. Onpenenexue,
pacnpocTpaHeHHOCTb, FeHeTHKa,
AnarHocTuka n obecneposaHne

1.1. OnpedeneHue cemelinoli 2unepxo-
nectepuHemuu

1.1.1. CI - 310 rpynna HacneacTBeHHbIX
rEHETNYECKNX HapPYLEHWA, NPUBOAALLNX K
Pe3KOMY MOBbILIEHWIO KOHLEHTpaLUumn xorne-
CTEepPWHa B KPOBW.

1.1.2. B naHHOM pnokymeHTe TepmmH CI
NPUMEHAETCA K ayTOCOMHbIM JOMUHAHTHBIM
chopmam TAXKENOW rnnepxonecTepuHemMmn,
€Cnn He ykazaHo MHoe. OfHaKo NpUYKHBI
HacneACTBEHHOrO BbICOKOrO XOrnecTepuHa
He OrpaHW4M1BalTCA ayTOCOMHON AOMU-
HaHTHow CT.

1.2. PacnpoctpaHenHocts CI u cea-
3aHHbIe C ITUM PUCKU

1.2.1. CI ctpapaet 1 13 300-500 yeno-
Bek, CI AaBnAeTcA ogHMM 13 Hanbonee pac-
NPOCTPAHEHHBIX CEPbE3HbIX TEHETUYECKNX
HapyLUeHn .

1.2.2. B CLUA B HacToALlee BpemaA npo-
XMBatoT NpumepHo 620 Thic. 6onbHbIX CT.

1.2.3. Y 6onbHbix CI, He npoluealnx
neyeHune, puck paHHero passutua IBC npu-
MepHo B 20 pa3 Bbille, YeM B 06LLEN NOmMy-
naumu.

1.2.4. MpumepHo 1 yenosek Ha 1 MAH
ABMNAETCA rOMO3WIroTON (MM COCTaBHOW re-
TepoauroTon) no mytaumu JTHMP n ctpaga-
eT TAXEeNeuwen runepxonectepuHeMmnen,
KoTopaA 6e3 neveHnA HGbICTPO NPUBOAMT K
aTepocknepoay.

1.2.5. B HekoTopbIx monynaumax (ka-
Haaubl (PpaHLY3CKOro NPOUCXOXAEHWA 1
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xutenn Adppvikn  ronnaHackoro npowuc-
XoXaeHuA) pacnpoctpaHeHHocTs CI MoxeT
6bITb focTurathb 1 Ha 100.

1.3. l'enetuka CI’

1.3.1. B HacToAwee BpemA M3BECTHbIE
npuunHel Cl BkMtOYaloT MyTauMio reHOB
JIHMP, Ano B nnn NKCKO9.

1.3.2. Ha momeHT nybnvkaumm 3ToWn
paboTbl 3aperncTpupoBaHo 6onee 1600 n3-
BECTHbIX MyTauun reHa JMTHIP, koTopble AB-
natoTtcA npuymHon Cl B 85-90% cnydaes.

1.3.3. Mytauma Arg3500GIn B Ano B -
Hanbonee pacnpoCTpaHeHHaA MNpUYKHa
rMNepxonecTepuHemMnu, BbI3BAHHOW MyTa-
uven Ano B, kotopon obycnoeneHo ot 5
1o 10% cnyuyaes CI' y HapopnoB CeBepHoii
EBponbl (y apyrmx HapomoB BCTpedaetcA
peznko).

1.3.4. B GonblunHCTBE MCCNEenoBaHWi
nokasaHo, YTO MyTauuwn, B pesynbraTte Ko-
Topblx MKCK9 nprobpeTtaeT HoBbIE NaTono-
ruyeckue pyHkumm, ABnAoTCA nprynHomn CI
MeHee yeMm B 5% cnyvaes.

1.4. CkpuHuHe Ha CT

1.4.1. PekomeHayeTcA NpoBOAUTL BCe-
06UV CKPUHUHT MO BbIABMNEHWIO NOBbILIEH-
HOro coaepaHua xonectepuHa. Nogo3spe-
Hue Ha CI' LOMKHO BO3HWKHYTb, KOraa npu
oTcyTcTBUM nedenna coaepxaHune XITHIM
nnu He-XTBIT (xonecTepuH BbICOKOW NNOT-
HOCTV) AOCTUraeT CreaytoLLero ypoBHaA Unu
npeBbILIAET ero:

- B3pocnbie >20 net): XINMHM>190 mr/an
nnm He-XNBM >220 mr/an.

- [etn, NoopoCcTKM M MonoAable Nnan
(<20 neT): XJTHM >160 mr/an vnn He-XMNBIM
>190 mr/an.

1.4.2. Y nauneHToB C TaKUMU YpPOBHA-
MW XonectepuHa Heobxoammo cobpartb ce-
MeViHbI aHaMHE3 MO NOBOZY NOBbILLEHHOIO
YPOBHA XONECTEPVHA N HAaNWYKA CePAEYHbIX
3aboneBaHni y GnvKanWwmx POACTBEHHW-
KOB (nepBoWi cTeneHun poacTea). BeposAt-
HOCTb pa3euTnA CI HaMHOrO BbILLe Y Ntoaen
C TEeHEeTNYEeCKOW NpPeapacrnoNOXeHHOCTbIO
K rMnepxonecTepMHeMuy Uni npexaespe-
meHHon VIBC B cemennHom aHamHe3e (Haua-
no 3abonesaHunA 10 55 NETY My>X4MH 1 10 65
NeT Y XKEHLUMH).

1.4.3. lpoBepKy xonecteprHa HeoHxo-
AVIMO NPOBOAMTbL HAuYMHaA ¢ 2 neT y aeten
C CeMeNHoV npeapacnonoXeHHOCTbI0 K
paHHEMY PasBUTUIO CePAEYHO-COCYANCTBIX
3abonesaHuii (CC3) nnn noBbILLIEHHOMY XO-
nectepuHy. Bce nauveHTbl AOMKHBI NPONTYH
CKpUHUHT K 20 ropam.
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1.4.4. HecmoTpA Ha TO 4TO nepeync-
NeHHble aanee pesynbTaThl (hM3NKanbHOMO
obcnefoBaHNA MPUCYTCTBYIOT He Y BCeX
6onbHbiX Cl, cneaytoline uanyeckne npu-
3HaKM LOMKHbI BbI3bIBATb Y NPaKTUYECKMX
Bpayei nono3peHue Ha CI' ¢ HazHayeHnem
HeobX0AMMbIX aHanM30B ANA onpeaeneHna
YPOBHA NUMNUAOB:

— KcaHToMbl cyxoxunua B ntobom Bo3-
pacTe (4alle 6bIBalOT B axXUNNoBOM CYXOXM-
UM N CYXOXMIMAX MblWUbl pasrmbatens
nanbLeB, HO TaKXXe MOTYT BO3HMKaTb B CYXO-
XWNWAX KOneHa v Tpuuenca).

— PoroBuyHan pyra y naumeHToB Mono-
xe 45 ner.

- byropuataa kcaHTOMa unm KcaHTe-
nasmay nauweHta monoxe 20-25 ner.

1.4.5. Mpwn yposHax JTHI xonectepuHa,
yKa3aHHbIX Huxe, BepoATHoCTb CI mpu 06-
crefoBaHWK B 06LLei nonynAaummn cocTaBnAa-
eT npumepHo 80%. 3n yposHm JTHI xone-
CTepWHa ABMAIOTCA ANA KMUHWLWCTA OCHO-
BaHneMm anA noaospenua Ha CI n cbopa
AONOMHUTENbHOIO CEMENHOIO aHaMHe3a:

— XITHIM > 250 mr/on naunexToB ot 30
neT n cTaplue;

— XIHM =220 mr/pon y nauneHTtos ot 20
0o 29 ner;

— XIMHM =190 mr/an y nauneHToB MOMO-
xe 20 ner.

1.5 fluaenoctuka

1.5.1. Jaxe npvMepHbIN BO3pacT BO3-
HukHoBeHWA VIBC oueHb BaxkeH Npu onpeae-
NEHNN cEMENHON NPEAPacnonOXeHHOCTW.

1.5.2. ®uanueckme npoasnexuna CI ma-
NOYYBCTBUTENMbHbI, HO MOTYT ObITb AOCTATOY-
HO cneundmyeckmmn. na obHapyxeHWA
KCAHTOMbl CYXOXWNMA HEeobXOAMMO Mpo-
BECTM TLLATENbHYIO Nanbnaumnio (He orpaHn-
4yMBaACb TOMbKO BU3yalnbHbIM OCMOTPOM)
axmnnoBa CyXOXWUnua 1N CyXOXWNNIA MbILLLL
pasrunbarena nanbues.

PorosvuyHaa ayra (YactvyHaa wnum non-
HaA) yka3sbiBaeT Ha CI Tonbko y nauueHTa
monoxe 45 net. Hu kcaHTenasma, Hu 6yrop-
yaTan KcaHToMa He xapakTtepHbl ana Cl, oa-
HaKO BbIABNEHWE NX Y MOMOAbIX NaLMNEHTOB
MOXET yKa3blBaTb Ha Hee. BaxHO yunTbIBaTb,
4TO OTCYTCTBME BCEX 3TUX (DN3NYECKMX NPO-
ABNEHWIN He ncknodaet Hanuuna CrI.

1.5.3. QopmanbHbIN KNMHWYECKNA Ana-
rHo3 CI BO3MOXHO MOCTaBWUTb, NPYMEHUB
OLMH 13 AENCTBYIOWMNX KPUTEPMEB (NpoBE-
nevHoe B CLIA wccnenosavne [MEDPED]
«[lpoBeay paHHIO ANarHoCTuKy — NPeaoT-
BPaTU paHHIo cMepTb», [onnaHackanA ceTb

AUNUAHLIX KNUHKK, Peectp CarimoH-Bpym).
HeobxoamMmo 3ameTnTb, YTO KOHLEHTpaUMA
XJITHI meHAeTcA B 3aBMCUMOCTH OT BO3pac-
Ta.

1.5.4. KnuHnyeckuin amarHos CI Ham-
6onee BEPOATEH NPV BbIABMNEHUN ABOWX
n 60onee pPOACTBEHHWKOB C MOBbILUEHHbIM
XITHI B pamkax yka3aHHOro Bbllle Anana-
30Ha, KOraa N3BecTHbI criyyaun 3abonesaHna
LeTeln B CeMbe Unu Koraa y nauneHta nubo
6nM3KOro  POACTBEHHWKA  OBGHapYXKEHbI
KCaHTOMbl CYyXOXUNKA.

1.5.5. Korga B cembe BbiAaenAetca Cr,
ana soiABnenna CIy apyrux uneHoB ceMbi
MOTYT MCNONb30BaTbCA 6ONEe HU3KMNE KOH-
TponbHble 3HaueHnA XITHT.

1.5.6. ViHorpa y naumnenTos ¢ CI oTme-
YyaeTcA NOBbILLEHNE COAEPXKaHWA TpUrnuue-
PVAOB, NOBbILLEHHbIV YPOBEHb TPUFMNLIEPU-
LOB He 1ckntoyaeT anarHosa Cr.

1.6. leneTuyeckoe ob6cnedoeaHue

1.6.1. TeHeTnyeckoe obcnegoBaHue
Ha Hannuue CI obbiyHO He TpebyeTca AnA
NMOCTaHOBKM AMarHo3a Wnu KNnMHWYECKON
OLIEHKM, HO MOXET BbITb MONE3Ho, ecn ava-
rHO3 HEOAHO3HAYEH.

1.6.2. BoiABneHne myTaumu, Bbi3blBato-
wewt Cr, MoxkeT cTaTb AOMONHUTENBHOW MO-
TUBaUMeN ANA NPOXOXKAEHVA nauneHTamm
HeobXx0AMMOro NeveHu .

1.6.3. BaxkHO, 4TO OTpULATENbHBIN FreHe-
TUYECKNI TecT He uckmodaeT Hanuuma CI,
nockonbky npumMepHo y 20% BbIABNEHHbIX
nauneHTOB He O0OHapyXMBaeTcA MyTauun
[Laxe MNpv ncyepnbiBaloWEM MPUMEHEHNN
COBPEMEHHbIX METOAOB.

1.7. KackadHoe o6cnedosarue

1.7.1. KackapHoe o6cnenoBaHue BKNO-
yaeT onpeaeneHne ypoBHA NUNNAOB Y BCEX
6nuxanwnx PoACTBEHHMKOB MaLUWEHTOB C
avarHoctuposaHHow Cr.

1.7.2. B xope KackagHOro CKpWHWHra
BHOBb BblABNEHHbIE cnydan CI nobyxaatot
K 06CneaoBaHMIO OCTanbHbIX POACTBEHHU-
KOB.

1.7.3. KackanHoe obcnepoBaHue Haw-
6onee 5KOHOMWYECKWN BbIFOAHO ANA onpe-
LeneHnAa paHee HeaMarHoCTUPOBAHHOW
Cr, a TakXKe C TOYKM 3peHMA 3aTpaT Ha cna-
CEHHBbIN rof xun3Hn. Obuiee obcnenoBaHme
cpeav monoaexu (4o 16 net) Takxke o4yeHb
3ahheKTMBHO C 3TOW >XE TOYKM 3peHwusd,
npvHMMaa BO BHMMaHWE TO, YTO BO BCeX
YKa3aHHbIX CryYaAx HaynHaeT NPUMEHATb-
cA adeKTUBHAA runonunmMaeMmyeckan
Tepanua.

2. PekomeHaauuun no neyeHuio

B3POCHbIX M MOKa3aHWUA K JIeYeHUI0

2.1. O6ocHoeaHue 014 neyeHUA

2.1.1.Y nuu ¢ CI B TeueHme BCEN XN3HN
o4eHb BbicOK puck VIBC, a Takke BbICOKMIA
pvick paHHero pa3sutua VIBC.

2.1.2. KpaliHe »enaTenbHO paHHee Ha-
yano neyeHvA. AnutenbHaa nekapcTBEHHaA
TepanuA MO3BOMNAET MNOCTEMNEHHO CHU3UTb
nnn n3bexxatb pucka pa3sutua VIBC Ha doHe
rEHETUYECKNX HapYLWEHWA 1 MOXET COoKpa-
TUTb BEPOATHOCTb BO3HMKHOBeHWA VBC y na-
umenToB ¢ CI' 1o ypoBHA 06LLen nonynaumu.

2.1.3. CI TpebyeT NOXM3HEHHOTO Nneve-
HWA 1 PErynApHOro nocneayoLero Habno-
LeHuA.

2.2. JleyeHue

2.2.1. MNocne n3MeHeHNA CTUNA XKU3HW
netam 1 Bapocnbim ¢ XIHM =190 mr/an (nnn
He-XINBIM >220 mr/an) notpebyeTca nekap-
CTBEHHaA Tepanua.

2.2.2.Y B3pocnbix naumenTos ¢ Cl (=20
neT) NekapcTBeHHanA TepanuA A0MKHa CHU-
3uTb XJTHIM Ha >50%.

2.2.3. Y Bcex B3pocnbix ¢ CI neyeHve
[OMKHO HayMHaTbCA C Ha3Ha4yeHuA cTaTu-
HOB.

2.3. inTeHcueHoe nekapcTeeHHoe Je-
YyeHue

2.3.1. MauneHTaM C BbICOKMM PUCKOM
MOXeT noTpeboBaTbcA WHTEHcUdmKauma
NEeKapcTBEHHOro neyeHva anAa 6onee pes-
Koro cHukerua (XJTHM <100 mr/an v He-
XIBIM <130 mr/an).

2.3.2. [Tlob0oW 13 NePEUNCEHHBIX HUXKE
MPU3HAKOB ONpeaenAeT nauneHTa BbICOKO-
ro pucka ¢ VIBC: KnvHn4eckn BblipaxkeHHan
NBC wnun pnpyroe aTepocknepotuyeckoe
CC3, nnaber, cemeliHaA NPeapacnonoXeH-
HocTb K paHHen VIBC (y myxunH <45 net, y
XEHWMH <55 neT), KypeHve B HacToALlee
BpemA, ABa unm 6onee aktopa prcka NBC
UNW BbICOKWIA nunonpoTemnH (a) =50 mr/an,
No AaHHbIM HEYYBCTBUTENBHOIO K N30¢hop-
Mam aHanmaa.

2.3.3. Y naumenToB ¢ CI npu oTcyT-
CTBUW BblllIEYKa3aHHbIX MPW3HAKOB UHTEH-
cudmKaumA NekapcTBEHHONO NeYeHnAa Mo-
XeT 6bITb HasHayeHa, ecnu XJTHI coxpa-
HAETCA Ha ypoBHe >160mr/an (unu He-XTNBI
(=190 mr/an) nubo Npu HEBO3MOXXHOCTM
[OCTUYb HadvanbHoro cHukeHuna XITHI Ha
50%.

2.3.4. InAa naumMeHTOB C HEMEpeHocU-
MOCTbIO CTaTVHOB ANA MHTEHCUDUKALMN Te-
panun Lenecoobpa3Ho Ha3HauyeHue 33eTe-
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Munba, HMauvHa 1 NpenapaTos, BbIBOAALLMX
)KENYHbIE KACNOTHI.

2.3.5. Heobxoanmo conocTtaBnTb OXK-
AaemMyto Nonb3y KOMOVHMPOBaHHOW Nekap-
CTBEHHOW Tepanuu C MOBbILUEHWEM CTOW-
MOCTV NEeYEHNA, BOSMOXHLIMN MOBOYHBIMM
adhhekTaMm U yxyalleHnem cobnoaeHna
NaLuneHTOM pexnma neyeHmna.

2.4. @akropsi pucka Heob6xo0umo pes-
KO CHUcaTh

2.4.1. QGakTopbl pucka ana 6onbHbix C
1 06Len NonynAuMmM oanHaKkoBbl 1 TpebytoT
WHTEHCUBHOIO YCTPAHEHWA ANA CHWKEeHWA
pucka Bo3HukHoBeHuA VIBC, npu aTom oco-
60e BHUMaHWe cnegyeT yaenuTb oTkasy oT
KypeHua.

2.4.2. Heo6xoaMmo noayvepkHyTb Ba-
HOCTb PerynapHon r3nyYecKon Harpysku,
3[0POBOro NUTaHUA 1 KOHTPONA Beca.

2.4.3. ApTepuanbHoe AaBrneHne cne-
ayeT cHM3nTb Ao <140/90 mm pT. cT. (Mnn
<130/80 mMm pT. cT. y 60nbHLIX AnabeTom).
AcnupwvH B manbix ao3ax (75-81 Mr B AeHb)
Ha3Ha4yaeTCA NaUmMeHTam C BbICOKMM PUCKOM
pa3suTuna VIBC nnn nHcyneta.

2.5. He crour npumeHnarb anzopurmbi
cTparughukauuu puckoe

2.5.1. Mioan ¢ CI HaxomATcA B rpynne
pucka VIBC. 10-neTHWIn pnck BO3HWKHOBE-
Hua VIBC y naumeHtoB ¢ CI' Henb3A oaHo-
3Ha4YHO CNPOrHO3MPOBaTb HW OAHWM anro-
puTMOM oueHkW. [loaTomy nporHo3vpoBa-
Hve10-neTHero pucka HexxenaTenbHo.

2.5.2. Bcem naumertam ¢ CI Tpebyetca
NOXXWU3HEHHOE NEYEHNe, N NWLLb HEMHOTUE
obonaytcA 6e3 nekapCcTBEHHOW Tepanuu
ANA CHUXXEHMNA YPOBHA NUNAOB.

2.6. Hanpaenenue k cneyuanucry-
nunudonozy

2.6.1. Hanpasnatb 6onbHoro ¢ CI «
cneumanucTy-nMnuaonory crneayet, ecnm
KoHueHTpauma XIMHIM He cHukaeTcA Ha
>50% wnu ecnu naumMeHTbl HaxoaAaTcA B
30HE BbICOKOrO puUcKa.

2.6.2. Y Bcex naumentoB ¢ CI nomkHO
6bITb MPOBEAEHO KackaaHoe obcnenoBaHne
BCeX BrN3KNX POACTBEHHNKOB

3. BeneHue
neAanaTpUYeCKMNX NaLMeHToB

3.1. O6cnedoeanue

3.1.1. Ans sbisBnenua geten ¢ Cl B Bo3-
pacte oT 9 no 11 net pekomeHayetcA 06-
crefoBaTh BCEX AETEN HAa NUMNAHBIN CREKTP
HaToLLak v Ha coaepxaHue He-XIBI nocne
npuema nuwy. B aTom BO3pacTe BO3MOX-

HO BbIABWTb MOTEHLUMANbHYIO BO3MOXHOCTb
pa3BWTMA MPOrPeccupyloLero atepockre-
po3a, a TaKXe pasnnunTb NaLumeHToB C Ha-
NNYNEM NN OTCYTCTBMEM HACNELCTBEHHOMN
avcnunuaemun, 6narogapA  OTCYTCTBUIO
¢hakTopoB, 0OYCMOBMEHHLIX W3MEHEHWEM
cofepXKaHWA NMNWMAOB B MPOLLECCE NOMOBO-
ro CO3peBaHuA.

3.1.2. Ecnun yposeHb He-XI1BIT nocne
eapbl coctaBnAet =145 mr/an, HeobxoanMmo
NPOBECTX aHanu3 NUNMAHOTO CMEKTPa Ha-
ToLlaK.

3.1.3. Mpwn BbIABNEHWM Cny4aeB runep-
XonectepyHeMuu nnu paHHero Hadana VIbC
B CEMENHOM aHaMHe3e, a Takxe Apyrux
BaXkHbIX hakTopos pucka VIEC obcnenosa-
HWE LOMKHO NPOBOAMTLCA paHbLUe (>2 neT).

3.1.4. Boiasnenue CI y nvu ¢ apyrumm
BaXkHbIMK ¢hakTopamu pucka VBC nmeet
pellatollee 3Ha4YeHne ana cTpatudmkaumm
pucka.

3.1.5. Heobxoanmo npoBecT OugEH-
KY BO3MOXHbIX AOMOMHUTENbHbLIX MPUYNH
ancnunuaemun  (aHamHes,  usmkanbHoe
obcneaoBaHne, onpegeneHHble nabopa-
TOpPHbIe TeCThl). [LoNONHUTENbHbIE NMPUYNHbI
BKMIOYAlOT  TMNOTUPEO3, HEBPOTUYECKUI
CUHAPOM 1 3ab0neBaHVA NEYeHN.

3.2. luaenocTuka

3.2.1. YpoBeHb NNnAoB HaToLwak, npu
KOTOPOM Y AeTen, NOAPOCTKOB U MOMOAbIX
nmoaen (<20 net) MOXHO MOAO3pPeBaTh Ha-
nunune CI = XINHIM xonecTtepnH =160 mr/an,
He-XIBIM >190 mr/an. 3T1 3HayeHmA noa-
TBEPXKAAKOTCA NCCNefoBaHMAMM C yHacTeM
uneHoB ceMbk 6onbHbIX CI .

3.2.2. Bropom aHanu3 nvnMaHoOro
VPOBHA [OMKEH NPOBOAUTLCA ANA OLEHKM
peakumnm 60NbHOro Ha AMETY M TOYHOW Knac-
cupukaumm 60nbHBIX C YPOBHEM NMUMNAOB,
6nn3KkMM K KnaccudrkKauMoHHbIM NOPOro-
BbIM 3HaYEHUAM.

3.3. Cneyuanucrtsi-nunudonoau

3.3.1. 3a nepsuyHoe obcnenoBaHve n
LAMarHoCTUKY AOMXKHbl OTBEYaTb Bpayu nep-
BMYHOW MEeAMLMHCKON NOMOLLW.

3.3.2. Ona neuenna peten ¢ CI peko-
MEHOYETCA KOHCYnbTaumMa WNu Hanpaserne-
HVe K cneumanucty-nunugonory. K neamna-
TpPYYyecKUM  creumanucTam-nunuaonoram
OTHOCATCA AETCKMEe Kapamonorv, 3HAOKpW-
HOMOrn 1 Apyrve crneunanucTbl, npouwes-
e obyyeHvne no nunuponorun. Mpume-
HeHve rmnonNuNMaeMmnyYecknx NpenapaTos B
HacToALllee BPeMA He BXOAWT B NOArOTOBKY
neamaTpos.
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3.3.3. bonbHble ¢ romosurotHon CI
Bcerga AOMKHbI HabnoaaTtbeA y
cneumanucTa-nunuaonora.

3.4. OueHka cepodeyHo-cocyducTozo
pucka

3.4.1. OyeHb BaxkHOe 3HayeHne UmeeT
BCECTOPOHHAA OLEHKa puUCKa W neuyeHue
NBC (Bkntoyaa n3mepeHne ypoBHA numMo-
npoTenHa). Hannume Heckonbkux chakTto-
poB pucka VBC conpoBoxaaetcA pe3kum
YCKOPEHMEM Pa3BUTKA aTEPOCKNEPO3a.

3.4.2. T[lepsnyHaa  npodmnakTuka,
BKIIOYAIOLLAA KOHCYNbTMPOBaHWe, Hanpas-
NeHHoe Ha npefoTBpalleHne pas3BuTvA
pvicka (0TKa3 OT KypeHuA, AneTa C HU3KMUM
COLEPXKaHWEM >KMpa, COOTBETCTBYOLLAA
KanopvMHOCTb NOTPEeONAEMOW NWLLK 1 pe-
rynAapHaa m3nyeckaa akTMBHOCTb, CMO-
cobeTBylOlWaA NPogUNakTUKe caxapHoro
avnabeta), ABNAETCA BaXKHbIM KOMMOHEHTOM
neyexua naumerTos ¢ Cr.

3.5. Jlevenue dereli

3.5.1. CraTvHbl ABRAIOTCA MpPeanoyTy-
TenbHLIMU MPU NEPBUYHOM hapMakonoru-
4YECKOM NeYeHnn AeTeln nocrne Ha3HaveHua
ANEeTbI 1 PNINYECKNX YITPAKHEHWIA.

3.5.2. Heobxoanmo cTpemMuTbeA K Hava-
ny neyeHnA B Bo3pacTte 8 neT unu crapLue.
B ocobbix cnyyanx, Hanpumep, Npu romo3u-
rotHoi CI', neyeHme MoxeT 6blTb HA3HAYEHO
B 6onee paHHeM BO3pacTe.

3.5.3. KnuHnuyeckne wccnegoBaHwA
CPEeAHECPOYHONM MPOAOMKUTENBHOCTW MOA-
TBEpAMnM 6e30nacHOCTb 1 3PHEeKTUBHOCTb
neyeHnA aeTen cTaTHamu.

3.5.4. Uenb Tepanun, nNoHWXaloLen
YPOBEHb NMNNAOB, — COKPALLEHNE YPOBHA
XITHIT Ha >50% wnwn no yposHa <130 mr/an.
Mpu neyeHnn peten ¢ CI Heo6XoAMMO HaiA-
T GanaHc Mexay BOo3pacTaHVeM A03MPOB-
KV C BO3MOXXHbIMV NOBOYHBIMY 3dhhekTamm
1 AOCTWXKEHWEM LieneBbix 3HaveHnn. bonee
peskoe cHmkeHne XITHI nomxHo npon3so-
AMTLCA B CNYyYanAX € AONONHUTENbHLIMM (haK-
Topamm pucka passutua VIBC.

3.6. lomo3zuzorHaa CI

3.6.1. HazHaueHne paHHew Tepanun n
perynAapHbI KOHTPOMb 3a NauneHTaMm ¢ ro-
Mo3urotHow CI MMEIOT XXU3HEHHO BaxkHOe
3HayeHue.

3.6.2. Y HeKoTOpbIX rOMO3WIOTHbIX Na-
umeHToB ¢ CI BbICOKME f03bl CTAaTUHOB ABNA-
t0TCA BbICOKO3(D(hEKTMBHBIMM, HO 6OMNbLINH-
CTBY NauneHToB NoHapobutcAaJ1HM-acepes.
B HekoTOpbIX LeHTpax Takxe NpoBOAUTCA
TpaHCMNaHTaLumna neyexHu.
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3.6.3. leHHaA TepanuA ABNAeTCA NOTEH-
LManbHO HOBLIM BUAOM NEYEHVA U MOXKET
6bITb 0COOEHHO MonesHa AfA roMOo3WroT-
HbIX NaUVEHTOB.

4. IleueHune B3pocnbix

4.1. smeHenue 06pasa x#usHu

4.1.1. Maunerntam ¢ CI' Heobxoommo
NOMNy4nTb KOHCYNbTaUMO MO W3MEHEHWIO
o6pa3za KN3HW:

+ TepaneBTnYeCKMe U3MEHEHWA CTUMA
XKWN3HW 1 JOMOMNHEHNA K AneTe:

— OrpaHunyeHHoe ynoTpebneHune Ha-
CbILLEHHBIX XXMPOB 1 XonectepuHa: obliee
CoLEeP>KaHME XXMPOB AOMKHO ObITb He 6onee
25-35% OT MOMy4YyeHHbIX Kanopwi, Hacbl-
LLEHHbIE XXMPHbIE KNCMOTbl — <7% OT noTpe-
61AeMON 3Heprumn, XonecTepuH U3 NULn —
<200 mr/aeHb.

- YnoTtpebneHne pacTUTENbHbIX CTAHO-
NOBbIX UMW CTEPONOBbIX 3hUPOB 2 I/AEHD.

— YnotpebneHne pacTBOPUMON KneT-
yatku 10-20 r/a.

+ Qu3nyeckan akTVBHOCTbL 1 NoTpebna-
emanA KanopvMNHOCTb AOMXHbI 0BecneynTb
LOOCTVKEHWE W MNopAep)KaHue 340POBOWA
maccsbl Tena.

+ OrpaHnueHne noTpebneHve anko-
rons.

+ HactoATtenbHaA pekomeHaauma nabe-
ratb ynotpebnexua tabaka.

4.1.2. Bpauam pekomeHayetca Hanpas-
NATb CBOWX NaLMEHTOB K 3apErmcTprpoBaH-
HbIM AMeTororam unm ApyriMm Keanmduum-
pOBaHHbLIM CcreumanmcTam no NUTaHuo AnA
NPOBEAEHNA NWLLEBOW TEPANUN.

4.2. MedukameHnTo3Hoe neyeHue CI

4.2.1. Ana B3pocnbix nauventoB ¢ Cr
CTapTOBOE NeYeHne 3aKNoYaeTcaA B npueme
YMEPEHHbBIX UMW BbICOKMX A03 BbICOKOATVIB-
HbIX CTaTUHOB ANA CHWXeHnA yposHA XITHI
Ha >50%. H13koakTnBHbIE CTaTVHbI OBLIYHO
HeahdekTVBHbI y nauneHToB ¢ Cl.

4.2.2. Ecnu cTapToBOE Ha3HayeHue cTa-
TVHOB NI0X0 BOCNPWHMAIOTCA NaUEHTOM,
Heob6X04MMO CMEHWTb Ha anbTepPHaTVBHbIE
CTaTVHbI UM Ha3HauMTb UX MPUEM 4Yepes
LEHb.

4.2.3. Ecnu cTapToBaA TepanuAa cTtatu-
HaMV NPOTMBOMOKa3aHa Wnu NNoxo nepe-
HOCMMa, MOTyT Ha3HayaTbCA 33eTemub,
npenaparsl AnA BbIBEAEHWA XEMUYHbIX KUC-
noT (konecesenam) UNW HUALMH.

4.2.4. TaumeHTam C HernepeHOCKUMO-
CTblO CTaTVHOB MOHAZOBUTCA KOMOBWHUPO-
BaHHaA MeAyKaMeHTO3HaA Tepanua.

4.3. [lononxurenbHblie 803MOX#CHOCTU
neyeHua

4.3.1. Ecnn makcumanbHO BO3MOXKHaA U
nepeHocrMan 4o3a CTaTMHOB He obecrneum-
BaeT uenesoro yposHa XJTHI, Heobxoanmo
coyYeTaTb X C 33eTUMMOOM, HUALMHOM Ui
npenapaTamMu AnA BbIBEAEHWA XENYHbIX KMC-
NoT (MpeAnoYTUTENBHO KoneceBenamom).

4.3.2. PeweHne o Bbibope [AOMNOMHW-
TenbHOW KOMOMHAUMW NEeKapcTB AOMKHO
OCHOBbIBATbCA Ha OLEHKE COMYTCTBYOLLMX
(hakTOpOB puCKa MMONaTUM, COMYTCTBYIO-
e Tepanun 1 HanuuYKMn apyrmx 3abonesa-
HVI N HapPYLIEHWIA YPOBHA NMNNAOB.

4.4. KanOudatel Ha npoeedeHue
JIHIM-adbepesza

4.4.1. NHMN-acepe3 - Tepanwa, opo-
6peHHan Ynpaenernvem CLUA no Haa3opy 3a
KayecTBOM MKILLEBbLIX NPOLYKTOB, KOCMETM-
YECKMX CPEACTB U MeMKaMeHTamu, NPOBO-
ANTCA BONBHBIM, Y KOTOPbLIX HE LOCTUTHYTHI
uenesble ypoBHY XITHIT npu nomowwwm rno-
NUNAEMWNYECKON Tepanumn nnn nauveHTam
C CONYTCTBYIOLLMMMN 3a60NEBAHNAMN.

4.4.2. MaumeHTam, y KOTOpbIX nocne 6
MecALEB neyeHnA MakKCMManbHO LOMyCTuW-
MOV AO30 NEKapCTB HET aeKBaTHOW peak-
umn, JTHM-adhepes Ha3HauaeTcA B COOTBET-
CTBUW CO CNeayoLVMN YKa3aHUAMMU:

— QYHKUMOHANbHO rOMO3WroTHbIe Na-
umeHTbl ¢ CI 1 ypoeHem XIMHIM >300 mr/an
(vnn He-XTNBM =330 mr/an).

— OyHKUMOHANBHO reTepo3UroTHbIE Na-
umeHTbl ¢ CI 1 ypoeHem XIMHIM >300 mr/an
(unn He-XNBIM >330 mr/an) n ¢ 0-1 dakTo-
pamu pucka.

— OyHKUMaNbHO reTepo3nroTHbIE Na-
umeHTsl ¢ CI' 1 yposHem XIJTHI >200 mr/
an (unu He-XJBM =230 mr/an) 1 BbICOKMMM
puckamu, Hanpumep, >2 dakTopa pucka
MNK BBICOKUM YPOBHEM NUMonpoTenHa (a)
>50 mr/an, onpeneneHHbIM HEYYBCTBUTENb-
HbIM K 130¢hOpMam aHarnM3oMm.

— OQyHKUMaNbHO reTepo3nroTHbIE Na-
umeHTbl ¢ CI 1 ypoeHem XIMHIM =160 mr/an
(unn He-XTBIM =190 mr/an), npuHaanexa-
LLME K FPyrre O4eHb BHICOKOrO pUcka (ycTta-
HosneHHasa VIBC, npyrne CC3 unu caxapHbin
anaber).

4.5. HanpaeneHue Ha JIHIT-aghepes

4.5.1. MeounumHckne paboTHUKM AOIX-
Hbl HaNpPaBNATb KaHAWMAATOB Ha NPoBeaAeHNe
JTHN-adhepesa B cepTUUUMPOBaHHbIE KNK-
HVKW. TakKe BOSMOXHO CaMOCTOATENbHOE
obpalleHne naumeHTa B KNUHUKY. Cnvcok
KINUHWUK, CEPTUGULMPOBAHHBIX ANA NpoBe-

nenna J1HM-achepesa, B HacToAllee BpemA
HaxoamTcA B mpouecce pa3paboTku n byaeT
pa3melleH Ha cainTe HaumoHanbHowm nunua-
How accoumaummn (www.lipid.org).

4.6. KeHwuxbI penpoOdyKTUH020 803-
pacra

4.6.1. XeHwwmHbl ¢ CI' pomkHbl nony-
YnTb KOHCYNbTaLMIo Nepes 6epeMeHHOCTbIO
Y MIHCTPYKLMM NO OTMEHE NPUEMA CTAaTUHOB,
3zeTumnba, HMauvHa He no3aoHee yem 3a 4
Hedenu OO MpeKpalleHVA npeaoxpaHeHua
0T 6EPEMEHHOCTMN 1 HE AOMKHbI MPUHMMATb
3TW NpenapaTbl BO BpemA 6epeMeHHOCTY 1
naktaumu.

4.6.2. PekomeHpayeTcA KOHCynbTaumA
nevallero Bpaya no AanbHenwemy npuemy
APYrX rmnonunuaeMmnyecknx npenapaTos.

4.6.3. B cnyvae HezannaHMpoBaHHOW
6epemeHHOCTU »eHumHa ¢ CI gomkHa He-
3aMeAneHHo NPeKpaTuTb MpUem CTaTVHOB,
3zeTumnba M HMALUMHA N CPOYHO MPOKOH-
CYNbTMPOBATLCA CO CBOUM MNeyallymM Bpa-
4yom.

4.7. Meto0b1 neyeHus eo epemsa bepe-
MeHHoCTU

4,7.1. CTaTuHbl, 33eTUMNO N HWALUH
MPOTMBOMNOKa3aHbl BO BpemA GepemMeHHo-
cTun. lMpuem Opyrux NpenapaToB, CHUXato-
WMX YPOBEHb NWUNWAOB (Hanpumep Kore-
ceBenama), MoXeT NPOon3BOANTLCA MOA Ha-
6nioneHnem Bpaya.

4.7.2. NHM-acdbepe3 MoxeT 6bITb Ha-
3HayeH BO BpeMA 6epeMEHHOCTN NPU Bbipa-
)KEHHOM aTepocknepose nnu 6epemMeHHoN
naumeHTKe ¢ romoauroTtHow Cr.

4.8. CnosicHbie @ /1le4eHUU NAYUCHTBI

4.8.1. Ecnn npvmMeHeHne ppyrmx me-
TOAOB NeyeHnA HeaPeKTMBHO Unn ecnu
nauneHT ¢ CI He nepeHocUT hapmakoTepa-
nvio unu JTHM-acbepes, moryT npymeHATbCA
MHble cNoCcoObl NeYEHNA, BKIIOYAA LWYHTMPO-
BaHve NOAB3AOLIHON KWWK W TPaHCnnaH-
Taumio neveHn (To v Apyroe nNprMeHAeTcA
KpaliHe penko), a Takke HOBbIE NeKapCTBa,
KOTOpble HaxoAATCcA B CTaammn pa3paboTky B
HacToALLEee BPeEMA.

5. Bonpocbi 6yaywero,
rocyaapcTBeHHasa NonmTuKa
1 0cBeJOMINEHHOCTb 06LiecTBa

5.1. CkpuHuHe

5.1.1. 06A3aHHOCTbIO BCEX Bpayen
MEPBMYHON MEAMLMHCKOW MOMOLUM U CO-
OTBETCTBYIOLWMX CMEuManucToB ABMAETCA
obcnenoBaHne Beex AeTel M B3pPOCIbIX Ha
TMNepxonecTepUHEMMIO, a TakKe Ha3Have-

AOOEPEHTHAA N1 ®UN3NKO-XNMWNYECKAA MEAOWLINHA 1/2012



HVEe NeYeHnA NaumeHTam ¢ CEMeNHOW Mnm
TAXENOW rMnepxonecTepuHeMmen.

5.2. Cneyuanucrtsi-nunudonoau

5.2.1. bonbHbix CI ¢ HenepeHocuMoO-
CTblO UM HEBOCMPUUMUMBOCTBIO K CTapTo-
BOW Tepanuu cTtaTuHamu cnegyeT Hanpas-
NATb K cNeumancTaM-nunaonoram.

5.2.2. leTAM peKOMEHAYeTCA KOHCYIb-
TauMA WnyM HanpaeneHWe K Cheumanucty-
nunugonory.

5.2.3. [MaumeHTbl, KOTOpble ABAAKOTCA
KaHanaatTamu Ha 6onee NHTEHCKBHYIO Tepa-
nuto unu ¢ paHHum Hadanom VIBC B cemen-
HOM aHamHe3e (y MyxunH <45 neT, a y >KeH-
WnH <55 neT), Takxke AOMKHbI 06paLLaTbCA
K cneumanucraMm-nunnaonoram.

5.3. Ctpaxoeaa meduyuxHa

5.3.1. MauwnenTbl ¢ CI HaxomATcA B rpyn-
e BbICOKOTO pUcKa BO3HUKHOBEHWA aTePO-
cknepotuyeckmx CC3, ana yero Tpebyertca
COOTBETCTBYIOLLAA Tepanua.

5.3.2. CrpaxoBad MmeavuvHa AOMKHa
MOKPbIBaTb pacxoadbl Ha nepeuyHoe obcrne-
LOBaHWe, Ha3HauyeHue Tepanuu noaxoad-
WVMMW NeKapCTBEHHBIMM MpenapaTtamu 1
KOHTPOIb 3¢pheKTNBHOCTM TEpanuu.

5.3.3. CrpaxoBaa MeauumMHa [OMXK-
Ha MOKpbIBaTb pacxodbl Ha HeobxoavMble
npenapatbl, BKMOYaA  BbICOKOAKTVBHbIE
CTaTVHbl N KOMOWHWMPOBAHHYIO TUMOANMAN-
AEeMUYECKYlo Tepanuio. Takxke cTpaxoBad
MeAMUMHA AOMKHA PacnpoCcTpaHATbCA Ha
ApYrue nekapcTBEHHbIE MpenapaTbl 1 KOM-
6UHMPOBaHHYIO Tepanuio NPy HemepeHocK-
MOCTW CTaTUHOB.

5.3.4. CtpaxoBaA MeamMuMHa [OMXKHa
nokpbiBaTb pacxoabl Ha ITHIM-acdepes u re-
HeTUYecKoe TeCTVPOBaHWE, ECAN 3TO HEOO-
XOANMO.

5.4. OceedomneHHocTp obwecrea u
nocraswukoe MedUUUHCKUX yciye

5.4.1. inA nponaraHasl paHHen AnarHo-
ctmkn Cl, npodumnaktnkn n nedyenua VBC
HeobXx0AMMO  MCMONb30BaTb  Pas3nuyHble
MeTOZbl.

5.4.2. Heo6xonmmo nosbiwatb NHGOP-
MWPOBAHHOCTb NOCTaBLUMKOB MEANLINHCKNX
yCcrnyr NocpeacTBoM OOydYeHVA WX Ha BCEX
YPOBHAX 1 MO Pa3NnyHbIM CEeLanbHOCTAM,
yepes3 NapTHEPCTBO C NPOhEeCCMOHAMNbHBIMM
OopraHv3aunAMK, MeCTHbIMU, HauMOoHanb-
HBIMU 1 MEXAYHAPOAHBIMN OPraHN3aLnAMM
30paBOOXPaHeHNA.

5.5, OTeercTeeHHOCTh 30 00yyeHUe

5.5.1. Cwnctembl 3ApaBOOXPaHEHUA,
60MbHMLbI, OPraHn3aunm, npeacTaBnaAoLWwme

NbroThl B MOMy4YeHUN (hapMaKonornyeckmx
npenaparoB, a TakXKe CTPaxoBble KOMMNaHMM
AOMKHBI cNoco6cTBOBaTbL 0BYYEHNIO Mauu-
€HTOB V1 NOCTaBLUMKOB MEANLMHCKUX YCRyr.

5.5.2. MNpaBuTenbCTBEHHbBIE OpraHn3a-
LUMX U Opyrve nonutuyeckue AeATeny Ha
MECTHOM, FOCYAapPCTBEHHOM, HaUMOHanb-
HOM W MEXAYHapOAHOM YPOBHAX AOMKHbI
npunaratb YCUNWA K BbIABMNEHNIO U Neyve-
Huto CT.

5.6. HeobxodumocTb 6 Hay4yHbIX ucC-
c/1e008aHUAX

5.6.1. Heobxoammbl nccnenoBaHvA B
cneaytolmx obnactax, cBAzaHHbIX ¢ Cl:

— npenapaTbl ANA AOMNOMHUTENBHOMO
cHxeHuA yposHa JTHI-xonecTepuHa;

— CNoCco6bI YNyULEHNA NPYBEPXKEHHO-
CTW 1 NOCTOAHCTBA Tepanmu;

— peHTabenbHOCTb FeHETNYECKOro 0b-
crenoBaHuA;

— (hopMMpOBaHMe NPaBUIbHOM MOAENN
nosesfeHvA naunerTos ¢ Cl;

— aHanu3 3KoHoMunueckon adekTme-
HOCTW pas3nuyHbiX NOAX0AO0B K 06cnenosa-
HUIO U NTEYEHWIO;

— aHanu3 3KoHoMunuyeckow adekTme-
HOCTW MPEUMYLLECTB WHTEHCMBHOrO neyve-
HWA;

— AnuTenbHoe HabnoaeHve 3a nauneH-
Tamm ¢ CI, Bkntoyaa HabnioaeHue 3a 6e30-
NacHOCTbIO ANUTENbHOW Tepanuu rmnonu-
NMAEMUYECKUMU CPEACTBAMU;

- pas3nuunA B MeTabonusme nekap-
CTBEHHbIX BELLECTB B 3aBMCHMOCTM OT Nona,
3THUYECKOW NPUHAANEXHOCTM U BO3pacTa;

— oOTAaneHHble 6naronpuATHble 3dg-
hekTbl OT KOMOVMHNPOBAHHOW Tepanuy Ana
CepAeYHO-COCYANCTON CUCTEMDI;

- nevenwe CI npn 6epemeHHOCTY;

— MEXaHW3M 1 yCTpaHeHne HenepeHo-
CUMOCTV CTaTVHOB;

- 6esonacHocTb 1 3hPEKTUBHOCTb
NPUMEHEHMNA NULLEBLIX 406ABOK 1 NMULLEBBIX
NPOAYKTOB ANA cokpatleHna yposHa JTHI-
XOnecTepuHa;

— MeTOAbl, cnocobCTByloLLME cobnoae-
HUIO PEKOMEHAAUNI 1 MHCTPYKLMIA nocTaB-
LMKaMV MEANLIMHCKUX YCIyT.

5.7. Qurancuposarue

5.7.1. ®vHaHcupoBaHune obpa3oBaTerb-
HOW 1 nccneaoBaTenbCcKoW AeATENbHOCTM B
oTHoweHun CI [OMKHO OCyLLeCTBRATLCA
pasnMYHbIMKN UCTOYHUKAMM, BKNIOYAA rocy-
[ApPCTBEHHble, MpodecCcMoHanbHble acco-
umaumm, KOMMEPYECKME W YaCTHbIE NCTOY-
HWKW (hMHaHCUPOBaHUA.
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3aknioueHue

CI' - cnoxHoe, Ho nogaatoLLeeca neye-
HVo 3aboneBaHne. Bpaun nepBuyHon me-
OVUMHCKOW MOMOLM [OMKHbI MOHMMATb,
4TO UrpatoT KMIYEBYIO POIb B PaHHen ana-
rHocTuke v neyenun CI, a Takxke 3HaTb O
AOCTYMHOCTN AOMNONHUTENBHON NOAAEPXKKN
 PYKOBOACTBA CO CTOPOHbI CMELNANNCTOB-
NUNUAONOrOB, KOTOPble NPOWAN WHTEH-
CMBHOE 06YyYeHVe MO NEYEHMNIO HAPYLLEHNIA
obmeHa nunuaoB. KnioyeBbiMW COCTaB-
nalowmmy kontpona CI ABNAKTCA: CHW-
XeHve koHueHTpaummn XITHI; ynpaeneHne
LONOMHUTENbHBIMK  hakTopamMu  puUcka
MBC, Takmmun Kak NOBLILIEHHOE KPOBAHOE
LaBneHne M KypeHue; obecneyeHune co-
OnoaeHNA PEXMMA U MPUBEPKEHHOCTN K
N3MEHEHHOMY CTUIIO XXU3HW W ANUTENbHON
tapmakotepanun. O6cnepoBaHvne 6nu-
Xallmx poACTBEHHMKOB nauveHTa c¢ CI,
BKNoYana OpaTbeB/cecTep, poanTenen u
LeTei, cnocobCTBYeT paHHEMY BbIABMEHMIO
1 neyeHumto. [nuTtenbHaA nekapcTBeHHasA
Tepanua y nauneHtoB ¢ CI 3HauuTenbHo
CHWXaeT WNuM  WCKNOYaeT W3ObITOYHbI
puck pa3suTtua VIBC, ymeHbluaa aToT puck
B 06LLen nonynauunu.

MpusHatenbHOCTbL
Paboty «CemeiiHaa runepxonecte-
pvHemuA: obcneaoBaHne, AMarHOCTMKa W
neyeHune B3pocnbix 1 aeten / KnuHnyeckoe
PYKOBOACTBO rPynmbl 3KCNepPTOB N0 CEMEN-
HOW rnepxonecTepuHemMmmn n3 HaunoHans-
HOM NUNWAHOW accoumaunn» NoaaepKanm
AmepunkaHckoe O6LeCTBO NPEBEHTUBHOW
kapavonorun, Accoumauma YepHbiX Kap-
anonoros, MexayHapoaHaa opraHu3auma
xonectepuHa v lNpeBeHTMBHaA accoumauma
cecTep MO CepaeYHO-cocyaucToiM 3abone-
BaHVAM.
ABTOpbl xoTenn 6bl nNobnaroaaputb
Mapu P. Ouknun, PhD n Kesmha K. Maku, PhD
3a PEAAKTOPCKYO NOAAEPKKY.

[aHHble 0 NpoMbILINEHHON NoAAEPXKKe

B aHBape 2011 roma KoHdepeHuua
no CI HauvoHanbHOM nunuaHomn accouma-
umm 6bina noaaepykaHa 3HaYUTENbHLIMM
rpaHTaMn CO CTOPOHbI CREeAyoLIMX KOM-
naHun: Abbott Laboratories, Aegerion
Pharmaceuticals, Daiichi Sankyo,
Genzyme, Kaneka Pharma America LLC,
and Merck & Co. HaumoHanbHaa nunua-
HaA accoumaumA xoTena 6bl nmo6narona-
PUTb KaXaylo KOMNaHMIo 3a NOAAEPXKKY W
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nomolulb. B cooTBeTcTBMM ¢ NpvHUMNAMM
HauvoHanbHOM nMNMAHOM accounaunn
no B3anmoaencTeuio ¢ komnaHuamy HITA
B3Ana Ha cebA NOoNHbIM KOHTPOMb HaA nna-
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Abstract: The familial hypercholesterolemias (FH) are a group of
genetic defects resulting in severe elevations of blood cholesterol levels
and increased risk of premature coronary heart disease. FH is among
the mast commonly occurring congenital metabolic disorders. FH is a
treatable disease. Aggressive lipid lowering is necessary to achieve the
target LDL cholesterol reduction of at least 50% or more. Even greater
target LDL cholesterol reduction may be necessary for FH patients who
have other CHD risk factors. Despite the prevalence of this disease and the
availability of effective treatment options, FH is both underdiagnosed and
undertreated, particularly among children. Deficiencies in the diagnosis
and treatment of FH indicate the need for greatly increased awareness
and understanding of this disease, both on the part of the public and of
healthcare practitioners. This document provides recommendations for
the screening, diagnosis and treatment of FH in pediatric and adult patients
developed by the National Lipid Association Expert Panel on Familial
Hypercholesterolemia. This report goes beyond previously published
guidelines by providing specific clinical guidance for the primary care
clinician and lipid specialist with the goal of improving care of patients
with FN and reducing their elevated risk for CHD.
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