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MH®POPMALNWA O CTATDE: PE3II0ME
HHgpopmayus o cmamue: CeMeliHas runepxoJsiectepuHeMusi (CI') — JOMHHAHTHO HacJe/yeMoe 1aTOJOTH4eCcKOe COCTOS-
[Mony4yeno 1 oktab6ps 2013 r. HUe, NIPU KOTOPOM C POXJEeHUs OTMedaeTcsl BbIpa)KeHHOe IOBBbIIIEHHWEe YPOBHSl XOJecTepuHa
[TpunsiTo 2 Hos16pa 2013 . JINMIONIPOTEMHOB HU3KOH mioTHocTH (JIITHII), BhI3bIBaIOLIEEe MpeXKJeBpeMeHHOe pa3BUTHeE HIle-
JloctynHo onsaiiH 20 Hos16ps 2013 1. Mu4eckoi GosieaHu cepzaua (MEC). B Mupe HacuuThIBaeTcs1, Mo KpaiHel Mepe, 20 MJIH nanueH-
ToB ¢ CI, HO B GOJIBIIMHCTBE C/lyyaeB OHO He pacloO3HAeTCs, U YacTO NPOBOAUMAs Tepanus
Kawoueswie caosa: SIBJIIETCSI HEONTHMAJIbHOM. [l IMKBUAALMU 3TOr0 npobesa B MpodUIAKTHKE CepleIHO-COCy-
ceMeliHas runepxoJecTepuHeMus, JIUCTBIX 3a00JIeBaHUH Mbl NPEJCTABJIsAEM MeX/yHapoJHOe PyKOBOJCTBO 1o JsiedeHuto CI, 6asu-
CKPMHUHI, pylolljeecsi Ha KoHceHcyce. /laHHOe PYKOBOACTBO pa3paboTaHO MO pe3y/nbTaTaM CEMHUHApOB
JIMarHOCTHKA, Y NPaKTHKyMOB, IPOBe/IEHHBIX Ha MEXAYHapOAHOM CUMIIO3UyMe. PekoMeHJaly 3aTparuBaoT
o6cejoBaHMeE, npo6JieMbl BbISIBJIEHHS, AUarHOCTUKH, o6GciefoBaHusa U JedeHus CI'y ferell M B3poC/bIX
JledeHue, Y yCTAHaBJIMBAIOT PYKOBOJACTBA JJIs1 KIMHUYECKON MpaKTUKU. OHM TaKKe OTChLIAIOT K JIYYIIUM
MoJIes T yXoaa IpaKTHUKaM KacKaJHOTO CKPUHMHTA, MHQOPMHUPOBAHHUS O pPHUCKe M OOCIe[OBAHHUS CeMel Ha

npeamet CI, BK/OYash NpUMeHEHHe reHeTH4YecKOoro TeCTHpPOBaHMA. PYKOBOJCTBO MO JIeYEHHUIO
OCHOBAaHO Ha CTpaTUPUKAILMU PUCKA, KOPpPEKIUK GAaKTOPOB PHUCKA, HE CBSI3aHHBIX C X0JIECTEPU-
HOM, a TakK)Xe 0e30MacHbIX U 3pPEKTUBHBIX METO/axX CHUKeHHUsl xosiecTepuHa JIITHIL. B janHom
PYKOBO/ZCTBe NpHUBeJEHbI peKOMeHJaluu 1o adepe3dy JUIONPOTEUHOB. PaccMaTpUBalOTCS TaK-
K€ MOSIBJISIIOLIMECST METO/bl JIeUeHUs.
ABTOpBI MEX/yHapOJHOI0 PYyKOBOJCTBA IPHU3HAIOT Ha/M4HMe NpoOesoB B JOKa3aTesJbHOH 6ase,
OJTHAKO CTaBSIT CBOEH LIeJIbI0 MaKCUMaJIbHO 3$PEKTUBHO HCIOJb30BaTh COBPEMEHHbIe MPAKTHKU
Y TEXHOJIOTUM [JUUIsl JIOCTMPKEHUS HAWIy4ylIMX UcxoJoB B JsieyeHuu CI. Hacrosimiee pykoBOACTBO
c/leyeT UCIO/Ib30BaTh /i1 GOPMUPOBAHUS KJIMHHUYECKOTO MHEHHS, U ero Heo6X0JUMO aallTHPO-
BaTb B COOTBETCTBUM C HYX/laMU M pecypcaMy HallMOHAJIbHOTO U JIOKAJbHOI'O 3/IpaBOOXpPaHeHUs.
© 2013 Elsevier Ireland Ltd. Bce npaBa 3aiiuieHsbl.
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Ta6smpa 1
Pe3some pekoMeHaauun

1. BblgBJIeHUEe UHJEKCHBIX ManueHTOB ¢ CI': CKpMHUHT U peHOTHUNUYeCcKasl JUArHOCTHKA

1.1 /[lna BblABJeHUA MHJEKCHbIX napuveHToB ¢ CI' ciaeayeT uMCnoJsib30BaThb CTpaTerMy 1LeJeBOro, ONMOPTYHUCTUYECKOTO M YHUBEPCaJbHOTO
CKpUHHUHTA [2B].

1.2 BriAB/leHUe WHJEKCHbIX NManueHToB ¢ CI' ciegyeT NmMpoBOAUTH CpeAd B3POCJBbIX C MpeX/JeBpeMeHHbIM DPa3BUTHEM CepJeYHO-COCYAUCThIX
3a6oseBanuil (CC3), ocobeHHO wHuIeMHYecKoH 6GosieaHu cepauna (MBC), u rumepxosvcTepuHeMUeld B aHaMHe3e y MalUMeHTa WJIU €ro
pPOACTBEHHUKOB. [1A]

1.3 CiejyeT pyTMHHO NPOBOAUTb ONINOPTYHHUCTUYECKUN CKPUHUHT, OCHOBAaHHBIA Ha MCCJel0BaHUM ypoBHA xosecTepuHa JIITHII B niasMe kpoBu
C y4eTOM I0JIa M BO3pAcTa y B3POCJBIX U AeTeH, o6palljaloluXcs B MeJULUHCKHE yIpexX/eHHUs NepBUYHOro 3BeHa. [2B]

1.4 YHuBepca/JbHbI CKPUHMHT, OCHOBaHHBIN Ha McCC/Ie[0BaHUM YpoBHA XxojiecteprHa JIITHII B niiasme KpoBHU € y4eTOM IoJia U BO3PacCTa, A0JKeH
paccMaTpuBaThbCs y JdL, Mosioxke 20 JIET W B HJealsle 0 Havasa MosioBoro cospeBaHus. [2C]

1.5 /[lna ycTtaHOBKM (EHOTHMIHYECKOTrO JAMArHo3a y B3POC/ABIX MOXHO NPHUMEHSATh Takue crnelnuuYHble A KDKAOW CTPaHbl KJIMHUYECKHe
HWHCTPYMeHThl, kak kputepuu Dutch Lipid Clinical Network, Simon Broome, MED-PED, u simoHckue kputepuu CI. [1A]

1.6 CieayeT y4uTBIBaTb BJIMSHHE OCTPBIX 3a00JIeBaHWH M IIpHeMa CTaTMHOB HA ypoBeHb ypoBHs xoJsecTepuHa JIITHII B niasme: TecTupoBaHHe
Ha CI' He cieayeT MpoOBOJUTH BO BpeMs OCTPOro 3aboJsieBaHHUS; NMPHU ONpejiesleHnH ypoBHA xosectepuHa JIITHIT Heo6XoguMo y4uTBHIBaTh
npueM MallUeHTOM CTaTHHOB, OCOGEHHO ec/d He U3BeCcTeH ypoBeHb xoJsiectepuHa JIITHII go Hadasa JjieyeHus. [2A]

1.7 Ilpu BO3MOXHOCTM BCeX MNalMeHTOB C mnojospeHHeM Ha CI' ciejgyeT HampaBiATb AJs JajbHeHIIero o6Cie0OBaHUA B KJIMHHKH,
crielyaJu3upyoLecs Ha JIeYeHUU JIMIUJHBIX HapyLEeHUH u/uau MeTabosndyeckux HapylleHui. [3A]

2. /luarHoCTHKa U 06GCjIef0BaHHE B3POC/BIX

2.1 B mepByio ouepe/p clefiyeT UCKJIIOYUTh BTOPUYHYIO THIepXoJecTepuHeMuio. [1A]

2.2 Hau6osiee TouHasd guarHoctuka CI' BO3MOXHA C HCIOJIb30BAaHUEM KaK (QEHOTHUNHUYECKUX KpuTepueB (cM. Bhlle 1. 1.5 W Huxe 1. 4.8),
TaK U TeHeTHYecKoro TeCTHPOBaHHS, NPU HEBO3MOXXHOCTH MpOBeJleHUs] TeHeTHYeCKOro TeCTHUPOBAHUS JUarHo3 MOXHO IOCTaBUThb
¢deHoTunMuecku. [1A]

2.3 Anxanus /JIHK noBeimaeT TOUHOCTb BbIsiBJeHUs CI, M MpU BO3MOXXHOCTH €ro CjeJyeT HCI0JIb30BaTh JJIs1 HOATBEPK/EHHs J1arHo3a, 0COGEHHO
ec/IM IJIaHUPYeTCsl NMpoBeJleHHe KacKaJHOTO CKPUHHUHIA; Cje/lyeT I0JIb30BaThCA yCAyraMu JabopaTOpUM, UMeIoled IOJIHYI0 aKKpeJHuTa-
nuio. [1A]

2.4 Xora CI' — 3KBUBaJIeHT NOXM3HEHHOTO KOPOHApHOTO PHCKA, MALlUEHTOB CJeJyeT TaKxkKe 00CJIeJ0BaTb HAa Halu4yue JPyrux ¢(akTopos
cepAieuHO-COCyJUCTOr0 PUCKa, BKJtovas sunonporeunH(a) [JIII(a)], ypoBeHb runepxosiecTepuHeMUU IPH UCXOJHOHM AMArHOCTHKE U HalU4yue
paHHero pasBuTus CC3 y manMeHTa WJIM B CeMeMHOM aHaMHe3e (0cOGEHHO y POACTBEHHUKOB IepBOW cTenmeHW pojcTBa). He ciepyer
ucnosb30BaTh OPpeMHUHIeMCKYI0 MM ApPYyTrHe LIKajbl OLeHKH Cep/iedHO-COCYJUCTOro puckKa. [2A]

2.5 Hanuuue [0oNOJHUTENbHBIX GAaKTOPOB CepAEUYHO-COCYAUCTOr0 PUCKA JOKHO ONpe/eATb HHTEHCUBHOCTb MeMKaMeHTO3HOro jedeHusl. [2A]

2.6 IlpuMeHeHUe MeTO/OB CepJe4yHO-COCYAUCTON BHU3yalMsalUU (HampuMep, KOMIbIOTepHass ToMorpadus cepAuna WM yJabTpacoHorpadus
COHHBIX apTepHi) MOXeT GBbITh MOJIE3HO MpH 06CIefl0BaHUMM OECCHMITOMHBIX NMAalMeHTOB, HO IIeHHOCTb 3TUX METO/0B OKOHYAaTe/JbHO He
yctaHoBJjieHa. [2C]

3. /lmarHocTuKa U 06CjeJ0BaHUe JeTel U MOAPOCTKOB

3.1 B nepsylo ouyepesb CiaeAyeT UCKJIIOUYNUTL BTOPUYHYIO THIepxoJecTepruHeMuio. [1A]

3.2 3a uck/I0YeHHEeM CJydaeB, YIOMSHYTHIX B I 3.3, reHeTHYecKoe TecTHUpoBaHUe JAeTedl Ha CI' ciefyeT HNpOBOJUTb TOJIBKO IIOCJIE€ TOrO, KakK
[IaTOTeHEeTUYeCKUH BapuUaHT (MyTalus) GyzeT BBISBJIEH y poJUTeJel WJIU POACTBEHHUKOB IEPBOH cTemeHU pofcTBa. [1A]

3.3 HcxopHoe reHeTHyeckoe TecTUpoBaHHe JeTell Ha CI' BO3MOXKHO, ec/iM GJIMKaHIINe POJACTBEHHUKHU HEWU3BECTHBI, UM YMEPJIH, UIH eCJIU 3TO
AIBJISIETCS] IPUHATOM NPAaKTUKON CKPUHUHTA, Kak, HampuMep, B Hugepsiangax. [3B]

3.4 /[lna deHOTHNHYECKOH AMATHOCTHUKHU CJeJyeT HCIOJb30BaTh NOporoBble ypoBHHU XosecTepuHa JIIIHII B mia3me c ydyeToM moJia, Bo3pacTa
W CTpaHbl NPOXHUBAaHMSA; M3-3a GMOJIOTMYECKOW BapuabesbHOCTH PEeKOMEHJyeTcsi NMPOBOJUTH JABa M3MepeHHs ypoBHA XosiecTepuHa JIITHII
HaTouak. [1B]

3.5 YpoBenn xosectepuna JIITHII B mmasme 5,0 MMOJIb/J WM Bbllle yKa3blBaeT Ha BBICOKYIO BeposiTHOCTL CI' MpH OTCYTCTBHUM B aHAMHe3e
poAuTesiell runepxosiecTepuHeMun uin paHHero pa3Butusa UBC; ypoBenb xosiectepuna JIITHII B niasme 4,0 MMoJb/J1 WM Bbllle yKa3blBaeT
Ha BbICOKYI0O BeposaTHocTb CI' mpu Ha/M4YuM B aHAMHe3e poAuTesied rumepxojecTepUHEeMUU WJIU paHHero passutus UBC. [1B]

3.6 [lauueHTOB ciefyeT cTpaTUGUIUPOBATH 110 CTENIEHW PUCKA B COOTBETCTBUU C BO3PACTOM, HaJIMYHMEM JIDYTUX PaKTOPOB CepAEeYHO-COCYAUCTOrO
pucKa, HajuyMeM paHHero pa3BuTus CC3 B ceMelHOM aHaMHe3e (0COOGEHHO Y POJICTBEHHUKOB IEepPBOW CTeleHUW pOJCTBA) U YPOBHEM
xoJiecteprHa JITTHIT npu McXoAHOU MOCTAaHOBKe AuarHosa. [2A]

3.7 Hanuyue AOMONHUTENBHBIX (GAKTOPOB CEPJEYHO-COCYAUCTOrO PHUCKA M, COOTBETCTBEHHO, CTPAaTHU(UKALMS IO CTENeHW pPHUCKA JOJKHBI
onpeje/siTb UHTEHCUBHOCTb MeJUKaMeHTO3HOro JjeyeHus. [3A]

3.8 YabTpacoHorpadus COHHBIX apTepuil MOXKET GbITh MCHO/Ib30BaHa JJI OLEHKM PHUCKA, OJJHAKO ee IIeHHOCTb OKOHYaTesJbHO He YCTaHOBJIEHA;
3TO WCCJIe[JOBaHME JOJDKHO BBINOJHATBCS B MEAMLMHCKUX LeHTpax. [2C]

3.9 KT cepaua He 0/DKHA PYTHUHHO MCIOJIb30BaThCs /Jisl 00C/e/J0BaHUs MAalMeHTOB ¢ retepo3urotTHoi CI. [3A]

4. KackagHblii CKDUHUHT: IPOBeJeHUe TeCTHPOBaHHMA U MHPOpMUpOBaHUe ceMel

4.1 HUudopMupoBaHHE POACTBEHHHUKOB O HajJW4yuM pucka CI, kak mpaBuJo, He JOKHO MPOBOAUTBLCA 6e3 COIIacusi MHAEKCHOro nanueHTa. [3A]

4.2 PoAcCTBEHHHMKOB MOXHO MHGOPMHPOBATh O HAJMYMHM PHUCKa 6e3 coryacus HMHAEKCHOrO NMal{eHTa TOJbKO B TOM Cjydae, €CJU HapylleHHe
KOHQUJIEHIMAJIbHOCTU pa3pelleHo 3aKOHOJATeJbCTBOM B COOTBETCTBYMIEH opucaukuuu. [3C)

4.3 TpebGyeTcss MPOAKTHUBHBIN MOJAX0/ C yBAXKEHWEM YAaCTHOW >KU3HU NALMEHTA, NMPUHIUIIOB CNPaBeJIMBOCTH U HE3aBUCHMOCTH. [3A]

4.4 Ilepen mpoBefieHHEM TeCTHPOBAHUSA YJIeHAM CeMbH, HAaXOAALIMMCS B IPyIIe PUCKA, HEOOXOAMMO NPEJIOKUTb KOHCY/IbTanuw. [1A]

4.5 CucreMaTH4ecKHH KacKaJHBIH CKPUHHMHT B HJease AOKEeH KOOPAMHHUPOBATHCA CIelMaTU3UPOBAaHHBIM ILeHTPOM. CKPUHUHT He CleAyeT
IPOBOAUTDL B MeJULUHCKUX yIpexXJeHUsAX IePBUYHOr0 3BeHa, 0COOEHHO eC/IM CKPUHUHT BkJ/IouyaeT aHaaus /IHK. [1B]

4.6 KackaJHbli CKPUHUHI J0JKEH MPOBOJAUTBLCS C MCIOJIb30BaHUEM KaK GEHOTHUIHYECKHUX, TaK U MeHeTHYEeCKHUX MeTOJ0B, HO ecau aHaiu3 JJHK
HEBO3MOXKEH, CJIe/lyeT MCIO0Jb30BaTh TOJNbKO peHOTHNHYeCKHe MeToAblL [1A]

4.7 KackaZHbIM CKpUHUHIOM CJ/le/lyeT BHayaJle OXBaTUTh POJCTBEHHUKOB I1epBOM CTelleHH POJCTBA, a 3aTeM NPOBECTH ero cpe/ii POACTBEHHUKOB
BTOPOW U TpeThel cTeneHell poacTsa. [1A]

4.8 Ilpu OTCYTCTBUHM BO3MOXXHOCTH TI'eHETHYEeCKOro HccjaefoBaHUA AuarHocTuKy CI' y 6mkallinMx poACTBEHHUKOB CJeAyeT HPOBOAUTHL Ha
OCHOBaHWHM M3MepeHHUs ypoBHsA xosectepuHa JIITHII B nyiasme ¢ yyeToM moJia, Bo3pacTa U CTpPaHbl NPOXKMBaHMA. /IMarHOCTUYECKHE MEeTO/bI,
HCIOJIb3yEMblE /IJIS1 BbISIBJIEHUS] WHJIEKCHBIX MallMeHTOB, Takue Kak kputepuu Dutch Lipid Clinical Network u Simon Broome, He cienyeT
NpUMeHATb NpU JuarHoctuke CI' y GumkaHIIMX poAcTBEHHUKOB. [1A]

4.9 Ananus /IHK noBblmmaeT 3KoHOMHYeCKy10 3dPEKTHUBHOCTb KAaCKaJIHOTO CKPUHHUHTA, U ero CJeAyeT NMPUMEHATh AJs CKPUHHUHTA YJeHOB CeMbH

nocJysie TOro, Kak reHeTu4eckasd MyTanud 6y,qu BbIfABJIeHA Yy WH/JAEKCHOI'O ManueHTa. [1A]

4.10 /leTy ¢ KCAHTOMaMH U APYrUMU GU3UYECKUMU NMPU3HAKAMU roMo3uroTHoi CI' miu HaxojslMecs B Ipylie pucka roMmo3uroTHod CI' 1oJpKHbI

NPONTH CKPUHHUHT KaK MOXHO paHblle M B JIIO60OM Clydae K JByXJeTHeMy BospacTy. [2A]

4.11 Jlet ¢ mojo3peHHEM Ha reTepo3uroTHyo CI' Jo/DKHBI HPOUTH CKPUHUHT B Bo3pacTe oT 5 zo 10 JieT; BO3pacT NpoBeJeHUs CKpUHUHTA

y ZleBOYEK M MaJIbiMKOB JIOJKEH ObITh OJMHAKOBHIM. [2B]
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5. leHeTnuyeckoe TeCTUPOBaHHue

5.1 B wujease BceM HH/EKCHBIM MaleHTaM, KOTOPbIM NOCTaBjeH QeHOoTUNUYecKuil guarHo3 CI, ciefyeT NpeasoUTb NMPONUTH reHeTHYecKoe
TecTUpoBaHue. [3A]

5.2 Korza no pesysnbrataM ¢eHoTUnUyeckod guarHoctuku CI' masoBepositHa (HampuMep, no kputepusm Dutch Lipid Clinical Network), Het
He06X0AMMOCTH MPOBOAUTbL 'eHeTHYeCKOe TeCTHPOBAaHME MH/EKCHbIX marnueHToB. [1C]

5.3 TeHeTHyecKoe TecTHpPOBaHHMe JAJs AuarHocTuku CI ciefyeT NpPOBOAWTH B aKKPeJUTOBAHHBIX JIab0pPaTOPHAX, KOTOPbIE HCIOJB3YIOT
CTaH/JJapPTHbIe METO/bl /ISl BbISIBJIEHUS] KOHKPETHBIX MyTalMi M/WJIM IOCJIe0BaTeJbHOTO CEKBEHUPOBAHUS 3K30HOB. [1A]

5.4 Ecau reHeTHYecKoe TECTUPOBAHUE BBISIBUT BapUAHT, TO HEO6XOAMMO ero 3apUKCHPOBATE U OLLEHUTD, SIBJISETCS JIM OH NAaTOTeHHOW MyTalueH,
paHee 3aperuCTPUPOBAHHBIM BapUaHTOM, 3Ha4eHHE KOTOPOrO He OINpeJieIeHO, HOBbIM BapHaHTOM, 3HauYeHHe KOTOPOro He ONpefeseHo, UIn
J06pOKaYecTBEHHbIM (HOpMaslbHbIM) BapuaHTOM. [1A]

5.5 Eciu reHeTnyeckoe TeCTHPOBaHHE He BbIABWJIO BapHaHTa, Hesab3d HCKAOYUTh CI' M3-3a HeBBIABJIEHHBIX MyTalUd WJIH MyTalui
B HENPOBEPEHHBIX I'eHaxX, 0COOEHHO eC/IM MMEKTCs BbIpaKeHHble ¢peHoTunHnyeckue npusHaku CI. [1A]

6. JledyeHMe B3pPOCJBIX

6.1 B CcOOTBETCTBUM C pPeKOMEHJALMsMU 3KCIEPTOB BCe B3pocjble manueHTbl ¢ CI' JO/DKHBI MOJyYUTh PEKOMEHJALMH 10 M3MeHeHHI0 oGpasa
YKU3HU U 110 KOPPEKLHUH BceX GpaKTOPOB PUCKA, He CBA3AHHBIX C X0JIeCTEPUHOM. [2A]

6.2 B uzease Lesblo JleYeHUs JOJDKHO ObITh 1o KpalHeid Mepe 50%-Hoe cHibKeHHMe ypoBHs xosiecTepuHa JIIIHII B miasme ¢ mocieAyromum
CHIDKeHUEM /10 < 2,5 mmoub/a (npu otcytctBuu MBC u gpyrux ¢akTopoB pucka) u < 1,8 Mmosb/n (mpu Haanuuu UBC u gpyrux ¢paxkTopon
pucka). [2C]

6.3 /JlocTwkeHHe 3TOH ILesn TpebyeT COGJIIOJ€HUs] JUETbl C yMeHbIIEHHBIM KOJHWYeCTBOM >XUPOB (KapJHojHeTa) W Tepalmuu CTaTHUHAMHU
c 23eTUMU60OM MJK Ge3 Hero. [1A]

6.4 /lns mocjeAyoLiero CHXXeHHs ypoBHs xosectepuHa JIITHII moxeT noTpe6oBaThbcsl HHTEHCHUKALMSA JIedeHHs C TOMOIbI0 KOMOUHUPOBAaHHOU
Tepanuy, BKJIIOYAKIIeHd CEKBECTPAHTBI KEJYHBIX KUCJIOT, HUALMH, Npo6ykos uiau ¢uéparsl. [1B]

6.5 Ilepes Haya/0M JIeKapCTBEHHON Tepanvy HEOOXOAMMO ONpPese]UTh YPOBEHb MeYeHOYHBbIX aMUHOTpaHcdepas, kpeaTuHPochokunassl (KPK),
IJIIOKO3bl M KpeaTMHMHA B IUIa3Me. Y BCeX NALMEHTOB, MOJIYYAIOUUX CTATHHBI, HEOGXOAMMO KOHTPOJHMPOBATh YPOBEHb NeYEeHOYHBIX
aMUHOTpaHcdepas; ecu ecTb aJob6bl CO CTOPOHb! CKeJeTHO-MbIIIEYHON CUCTEMbI, HEOOX0JUMO onpefeauTb ypoBeHb KOK; npu Hanuuuu
baKTOpOB pHCcKa caxapHOro AuabeTa HEOGXOAMMO KOHTPOJIMPOBATh YPOBEHb IVIIOKO3bL [2A]

6.6 /lo Hayasa Tepanuu CTaTHHAMH BCe XKeHLIMHb] AeTOPOJHOr0 BO3pacTa [0 HACTYMJIEeHUs] 6epeMeHHOCTH JOJDKHBI ObITh NPOKOHCYJIbTHPOBAHbI
U TOJIyYUTh COOTBETCTBYIOLIME PEKOMEHAALMU 10 KOHTpAIENIH, TOBTOPHbIE KOHCY/IbTALlMM JIOJKHBI TPOBOJAUTBCS €XerofHo. [2A]

6.7 Tepanuio CTaTUHAMH M JAPYTUMH CHCTEMHBIMH IpenapaTaMi, PeryJupyoIMM{A YpOBeHb JMIHUJOB, CHeAyeT NPeKpaTUTb 3a 3 MecC. [0
IJIAHUPYEMOro 3a4aTHUsi U He BO30GHOBJATb B TeueHHe GepeMeHHOCTH U [0 OKOHYAHUS IPY/JHOr0 BCKapMJHMBaHHA. [2A]

6.8 Xots Y3U COHHBIX apTepHUi HCHOJIb30BaJIOCh B KIMHUYECKUX HCCJIE[O0BAHMSAX, €r0 PoJib B oleHKe 3 (EKTHBHOCTH TepaluM KaK COCTaBHOU
yacTu JeyeHus CI' ewe He ycTaHOBJIeHa, no3ToMy Y3 B HacTosilliee BpeMsl He C/e/lyeT UCIOJb30BaTh AJsd 3ToM nesnu. [3C|

6.9 JloMuTanuJ M MHUIOMepCeH cJeJyeT paccMaTpUBaThb KaK JONOJHEeHHWe K JueTe M XO0JIeCTePUH-CHWXKAIOLMM IpernapaTaM y B3pOC/BIX
c romosurotHoit CI' gna janbHelilero cHieHusi ypoBHsi xosecTepuHa JIITHII, ocobeHHO B ciy4asX, Korja OTCYTCTBYeT BO3MOXKHOCTb
npoBeJieHus adepesa JunonporenHos. [1C]

6.10 IanueHThl 6€e3 OCJIOKHEHUH U C XOPOLIMM KOHTpoJieM ypoBHsI XoJsiecTepuHa JIITHII mMoryT HabuwofaTbcs B MEAULMHCKUX yUpeXJeHUSX
NEepBUYHOIO 3BEHA, MALMEHThl C OCJO0XXHEHUSMHU JIO/DKHBI PEry/spHO KOHCYJbTHUPOBATbCA Y CHELMaMCTa, C BO3MOXKHOCTbIO KOMIJIEKCHOTO
sNedeHUs. [lepHoOJUYHOCTD KOHCY/NBbTALM OINpeje/IsieTcsl COCTOSHHMEM manueHTa. Heo6XoJuUMO 1O BO3MOXXHOCTHU OOBEJUHATH JledeHHe
B MeJULUHCKUX y4YpeXXJeHUsIX epBUYHOr0 3BeHa U JiedeHUe y crnenuanucra no CIL [3B]

7. JledeHMe AeTell U MOJPOCTKOB

7.1 TlauueHTHI AOJDKHBI HOJYYUTh PEKOMEHAALMHU 10 U3MEeHEHHI0 00pa3a HU3HHU U 110 KOPPeKIUH GaKTOpOB PHCKaA, He CBA3AHHBIX C X0JI€CTEPUHOM;
TaKXXe OueHb BaKHA NMPOQPUIAKTHKA 3a60/1eBaeMOCTH (peKOMeH/Jalluy Mo NpeAoTBpalleHUI0 NosiBIeHUs GpakTopoB pucka). [2A]

7.2 Jlna cauwxenus: xosectepruna JIIIHII B jaHHOW BO3pacTHOW rpyiine HEO6XOJUMO COGJIIOJiEeHHE UEeThl C YMEHbIIEHHbIM KOJUYECTBOM XHPOB
Y Tepanuu CTaTHHAMH C BO3MOXXHBIM JJ06aBJIeHHEM 33eTHMHOa M CeKBECTPAHTOB KeJTYHBIX KHUCJIOT. [1A]

7.3 Bce manueHTBb! JOJ/DKHBI COGJIIOAATb AMETY C pacCMOTPEHHMEM Tepaluu CTaTMHaMu B Bo3pacTe 8-10JeT M HavyaloM TepalnuM CTaTUHAMHU
B ujease 0 18 sieT; HET HEOGXOAMMOCTH B CTOJIb K€ MHTEHCHUBHOM, KaK y B3pOCJbIX, CHWXXEHHUU YpOBHA xoJiecTepuna JIITHII B 3Toit
BO3pacTHOU rpynmne. [2B]

7.4 JleueHue Ma/JbYMKOB U JeBOYeK OJHOW BO3PACTHOM IPYyMNIIbI He Pa3/IMYaeTCs, OJHAKO NPU HAJUYUU 0CO60 OTATOIIEHHOr0 cCeMelHOro aHaMHe3a
UBC u apyrux ocHOBHBIX (GAKTOPOB pHCKA JieyeHHe CTAaTHHAMM y MaJbUYHUKOB ¢ reTeposuroTHoi CI' ciesyeT HauuMHaTh paHblue. [2B]

7.5 Jletu B Bo3pacte ot 8 o 10 seT c moaTBepxaeHHOoU CI, coburofaloiive AWETY U MMewoline ypoBeHb xosectepuHa JIITHII > 4,0 MMosb/n
IpH JBYX U3MepEeHHUsIX, JO/DKHbI M0JydyaTb MOHOTEpANHMI0 HU3KUMHU J03aMM CTAaTHHOB, HAallpaBJeHHYI0 Ha CHUXKEHUEe YPOBHS XoJleCTepUHa
JITTHII < 4,0 mMonb/n1. [3C]

7.6 Jletu crapue 10 set c moxrBepxzaeHHod CI, cobuiojalolmue AMETY U HMewoLive ypoBeHb xoJsectepuna JIITHIT > 3,5 MMosb/n1 mpu JBYX
M3MepeHUsIX, JO/KHBI M0JIy4aTb MOHOTEPANMI0 CTaTHUHAMM, HAlpaBJIeHHYI0 Ha CHIKeHUe YpoBHs xojiectepuHa JIITHII < 3,5 MmMosb/a, npu
HEoOX0MMOCTH JONOTHAEMY0 33eTUMHUOOM U CEeKBECTPAHTaMH eJYHbIX KUCJIOT. [3C]

7.7 Ilpu Hauajle TepalnuM CTaTUHaMH cjejlyeT OTAaBaTb NpeANOYTEHMe MpemnapaTaM, paspelleHHbIM K NPUMEHEHUI0 B JaHHOM BO3pacTHOM
rpynne B KOHKPETHOHM cTpaHe; JpyrHe CTaTHHbl MOTYT HAa3HA4YaTbCsl B COOTBETCTBHMU C KJIMHUYECKHMHU INOKA3aHUAMY; A/ NallUeHTOB
c romo3urotHoit CI' TpeGyoTca BbICOKHME [103bl 3 PEKTUBHBIX cTaTHHOB. [1C]

7.8 XoTa npUMeHeHHe CTAaTUHOB y JieTell 6e30macHo, cjleflyeT KOHTPOJIUPOBATh Bec, pocT, GU3HUUecKoe U M0JOBOe Pa3BUTHe U 0b6lliee COCTOSIHUE
3/10pOBbSl B 3TOW Bo3pacTHOH rpymme. [1A]

7.9 Ilepen HayasoM JieKapCTBEHHOW Tepalmuy HEOOXOAMMO ONpe/ie/IUTh YPOBEHb MeYyeHOUYHbIX aMMHOTpaHcdepas, KPK, riwokossl 1 KpeaTHHHHA
B IIJIa3Me. Y BceX NAllMEHTOB, MOJIyYaIOIUX CTAaTHHBI, HEOOXOAUMO KOHTPOJMPOBATh yPOBEHb MEYeHOYHbIX aMUHOTpaHcdepas; eclu ecTb
’KaJI0Obl CO CTOPOHBI CKeJEeTHO-MBIIIEYHOH CHUCTEeMbI, HEO6X0AUMO onpeeauThb ypoBeHb KPK; npu Hammunu ¢akTOpoB pHCKa caXapHOIo
nrabeTa HeOGX0JUMO KOHTPOJIMPOBATh YPOBEHb IVIIOKO3bL. [2A]

7.10 [lo Haya/a Tepaluy CTaTUHAMU BCe JJ€BOUKHU-NOJPOCTKU JI0 HACTYIJIeHUs 6epeMeHHOCTH JO/KHbI ObITb NPOKOHCYJLTUPOBAHBI U MOJYYUTh
COOTBETCTBYIOIMe PeKOMeHJALMH M0 KOHTpAIeNI|H, TOBTOPHbIe KOHCY/IbTAIMH JJOLKHBI MTPOBOJUTHCA exerofHo. [3A].

7.11 XoTa yapTpacoHorpadus COHHBIX apTepHUH HCI0J/1b30Bajach B KJIMHUYECKUX HCIBITAHUSX, ee POJib B OLeHKe 3QpPeKTUBHOCTH Tepaluu Kak
COCTABHOM YacCTH JieueHHUsl MAllMeHTOB C reTepo3uroTHoil CI' ellje He yCcTaHOBJIEHA, IO3TOMY JJaHHOe MCC/e/J0BaHHE B HACTOsIlee BpeMs He
c/leflyeT WCHoJIb30BaTh A 3Toi nesnu. [3C)

7.12 IMauueHTsl 6e3 OCA0XKHEHMH M XOPOIIMM KOHTpoJsieM ypoBHs xosecTepuHa JIITHII moryT HabuofaTbCs B MeJULUHCKUX Y4YPeXJeHHUSX
NEepPBUYHOI'0 3BEHA, MAlUEeHThl C OCJOXHEHHUSMH JOJDKHBI DPEryaspHO KOHCYJbTHPOBAThbCA y HeAuaTpa. /lo/mKkHa ObITh OpraHM30BaHa
BO3MO)XHOCTb MHTEIPUPOBAHHOW TOMOILIM Bpaya o6Ied MpakTHKW U nejguaTtpa. CieayeT Takxe pacCMOTPeTh BO3MOXHOCTb OpPraHU3al[uU
ceMeWHbIX KJIMHUK U CTAllMOHAPOB JIHEBHOIO MpebblBaHUS CAYK6aMU JIeTCKOM U B3POCJIOH MeAuLMHCKONW nmoMolnu. [3B]

7.13 Jlete#t ¢ romosuroTHoi CI' ciesyeT HanpaBaATb JJis AMATHOCTUKH B CHENMAJM3WPOBAHHBIM LIEHTP; MeAUKAMEHTO3HYIO Tepaluio H/Wix
adepes JUIONPOTENHOB CJeflyeT HAaYMHATh KaK MOXHO paHblie. [2A]

7.14 Y perteit ¢ romo3urotHod CI' ¥ GBICTPO MPOrpeccCUpYIOIIMM aTepOCK/Jepo30M [JIsl JajJbHeHIlero CHWXeHUs ypoBHs XoJsecTepuHa JIITHII,
0CO0GEHHO B CJy4adX, KOIJla OTCYTCTBYeT BO3MOXKHOCTb IpPOBeJileHHs adepes3a JIMIONPOTEMHOB HJH DPOACTBEHHHUKH OTKa3aJlUCb OT ee
HCIIO0/Ib30BaHUs, JOMUTANK/, U MUIOMEpCeH, HECMOTPsI Ha TO YTO OHU ellle He NMPOLUIM WCOBITAaHUHM Ha JAeTAX, cjlefyeT pacCMaTpPUBaTb Kak
JIONI0OJIHEHUE K JMeTe U CTaHAApTHOM TepalHMH B paMKax NPOrpaMM CHelUalbHOro JOCTyNa WX 6/aroTBopuTenbHOCTH. [3C]

IIpy DUTHPOBAaHMHU 3TOH CTATBM MCHOJIB3YyiiTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.
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Adepes IMNONPOTEUHOB U CONMYTCTBYILEE JI€YEHHE

8.1
8.2

8.3
8.5
8.6
8.7

8.8

8.9

Adepes MNONpOTEUHOB CcJeJlyeT NMPUMEHSTb Yy BCeX MNALMEHTOB C TOMO3UIOTHOM WJIM CMellaHHOW rertepo3urotHoit CI' (to ectb CT
C TOMO3UTOTHBIM (GEHOTUIIOM); MPOLeAYPy CJeAyeT NPOBOAUTH B CIHENHMATM3UPOBAHHOM IIEHTpe, UMEIIeM ONbIT ee MpoBejeHus. [1A]
Adepe3 JUNONPOTEHHOB CileflyeT NMPUMEHATb y BCeX MALlUEHTOB ¢ rereposurotHod CI' mpu Hammuum UBC, KoTopble He MOTYT JOGUTBCS
LjeJIeBbIX 3HaUeHUH xosiectepuHa JIITHII, HeCMOTps Ha MaKCHMaJibHbIE [[03bl NMPENapaToB, WIK €CIU OHU He MePeHOCAT CTaTUHBI. [2A]
Adepes JMIONPOTENHOB JOMKEH pPacCMaTpUBAThCs y JeTel ¢ romosuroTHod CI' k 5 rojam M He mosjHee Bo3pacTa 8 JeT. [2A]
CoGutto/ileHre JUeThbl M JIeKapCTBEHHas Tepamus /A CHWXKeHUs ypoBHA xosiectepuHa JIITHII B muasme AO/DKHBI MPOAOKATBCS BO BpeMs
JleyeHUs C MpUMeHeHUMeM adepesa JIUNONPOTEUHOB. [2A]

JddeKTUBHOCTb, NEPEHOCUMOCTb U 6e30MacHOCTb adepesa JIMIONPOTEUHOB C/lefyeT PerylsipHO KOHTPOJUpoBaTh. [3A]

JddexTHBHOCTL adepes3a JUIONPOTEMHOB HA INPOrpecCHpOBaHME aTepockjepo3a y mnanveHToB ¢ CI' ciegyeT KOHTposMpoBaThb IO
KJIMHUYECKUM MO0Ka3aHUAM MPU MOMOIIM 3X0KapArorpaduu (K/aanaHel U KOpeHb a0PThI), YIbTPAacOHOrpadrU COHHBIX apTepUi U Harpy304YHbIX
crpecc-TectoB. [3B]

JlomuTtanuj, ciaefyeT paccMaTpUBaTb B KayecTBe JONOJHEHMS K CTAaHAAPTHOHM JUeTe W MeAMKAMEHTO3HOH Tepamnuu JJs JajbHeHIIero
CHIKeHHUs1 ypoBHA xosiecTepuHa JIITHII B myia3me y B3pocibix ¢ roMmo3urotHoil CI, koTopbiM npoBoguTcs: adepe3 aunonporenHos. [1C]
JlomuTtanuj, ciaefyeT paccMaTpuBaTb B KauyecTBe JONOJHEHMS K CTaHAApTHOH JueTe W MeJAMKAaMEHTO3HOH TepamuM JJisl JajlbHeHIllero
CHWXKeHHUsl ypoBHS xoJsiecTepuna JIITHII B myiasMe y sieTel U MOJPOCTKOB € rOMO3UTOTHON CI' M GBICTPO MPOTPECCUPYIOIIUM aTEPOCKIEPO30M,
KOTOPBIM NPOBOAUTCA adepe3 JUMNONPOTEHHOB B PaMKax MPOTrpaMM ClleliasbHoro goctymna. [3C]

MunomepceH ciefyeT paccMaTpUBaTb B KadecTBe JONOJHEHHMS K CTaHAApPTHOH JueTe M MeJAMKaMeHTO3HOM Tepamuu JJis AajJbHellero
CHWXKeHUsI ypoBHsA xoJiectepuHa JIITHII B muia3Me y B3pOC/bIX, JieTed W MOAPOCTKOB € romMo3uroTHoil CI, KOTOpeIM npoBoAuTCH adepe3
JIMIIONPOTENHOB M KOTOpbIe He MepeHOCAT Tepanuio JoMUTanuzAoM. [3C]

8.10 C.ne,qyeT paccMOTpeTb BO3SMOXHOCTb OpTOTOHH‘{eCKOﬁ TPaHCIVIaHTallUU MI€YeHU y MOJIOABIX MAallUEHTOB C romMo3urotHo# CI, Y KOTOPbIX OTMe4YaeTCAa

6BbICTPOE NPOrpecCMpoBaHME aTepOCKIepo3a M CTEHO3a AOPThI, KOTOpble He NepeHOcAT adepesa JIMIIONPOTEMHOB WM Y KOTOPBIX YPOBEHb
xosiecteprHa JIITHIIT B miasme He yzaeTcss CHU3UTL NpU NOMOLIM adepesa JIMIONPOTEUHOB, JUEThl WK MeJUKaMeHTO3HOH Tepanud. [3B]

9. OpraHu3anys 4 COBeplIEHCTBOBaHMeE JIeYeHHU

9.1 Iloaxozabl K okaszaHMIO moMolnu nmpu CI' Jo/DKHBI GBITH pa3paboTaHbl C YYETOM HYXJ CTPaHbl M MeCTHble HYXJ. [3A]

9.2 CnenuaausvpoBaHHble CIYXKO6bl JOJ/DKHBI ObITh MYJBTHAMCUMIIMHAPDHBIMA W MHTETPUPOBAHHBIMHM C NEPBHUYHBIM 3BEHOM MEJUIMHCKOW
nomouiu. [3B]

9.3 CnenuasuM3upoBaHHas NoMollb nanueHTaMm c CI' o/pkHA B HAease NMOAAEePKUBATLCS KapAUOJIOTaMH, NeJuaTpaMH, TeHeTHKaMH{, BpadaMH
(YHKLMOHANBHOW JIMaTHOCTHUKH, TPaHCPY3HOJIOTaMH, MeAMIUHCKHUMH JUETOJIOTaMM, ICHXOJIOTaMH, ¢apMaleBTaMHH, J1abopaTOPHBIMHU
cayxb6amu. [3A]

9.4 B unjease KacKaJHbIH CKPUHHUHT JO/KeH KOOPAMHHUPOBATHCS CHElUaJIM3UPOBAaHHBIM LIEeHTpoM. [1A]

9.5 [lanueHTBl C HEOCJIOXKHEHHBIM TedeHHeM 3a60jieBaHUA JO/DKHBI JIEYUTHCA B MEAMIMHCKUX YYPEX/JEHHAX MePBHYHOTO 3BeHA M MpHU
HeOoOXOJJMMOCTH €XeroJJHO KOHCY/IbTUPOBATbCA y clenuranucra. [3A]

9.6 IlauueHThl C OCJOXKHEHHBbIM TeuyeHHeM 3a60J/ieBaHUsl JOJDKHBI JIEYUThCSl TOJIbKO B CHellMa/U3MPOBAHHBIX LieHTpax. [3A]

9.7 MeaunuHCcKUe paGOTHUKY, NIPUHUMAIOLIMeE yYyacTHe B JledeHUH nanueHToB ¢ CI, ZO/DKHBI ObITh aKKpPeJAUTOBAaHBI B 06/1aCTH MPOQUIAKTHKU
CepAiedHO-COCYJUCTBIX OCIOKHEHUH. [3A]

9.8 MegunuHcKue C1yX06bl JO/DKHBI YCTAaHOBUTh NAapTHEPCTBO C HAyYHBIMM M NPOQPeCcCHOHAJbHBIMU OpraHU3aLUsAMH JJis YAydlleHUs KayecTBa
06y4yeHUs], MOBbILIEHUs] KBaIMPUKAIIMM U HAY4YHBIX HccaeoBaHUH. [3A]

9.9 /[lna KJIMHUYECKHUX Iesledl ¥ NMpoBeJeHUs] HAyYHBIX HCCIeJOBAaHUN CleJyeT CO3JaThb PerucTp nagueHToB U ceMed c¢ CIL [3A]

9.10 OcHOBHOH NPpUOPUTET B INOBBIIEHHWU OCBEJOMJIEHHOCTH O6H.[eCTBeHHOCTl/I, NpaBUTEJIbCTBA U MEJAUIIMHCKUX pa6OTHI/IKOB, a TaKXe OJid

yJIydlleHus: 061iero Kadectsa JieueHus: CI' — opraHusanusi rpynn nojAepXKy NalueHToB U ceMei. [3A]

OpoGpeHue

PekoMeHanMy, W3JI0)KEHHBIE B HACTOSIIL[EM JOKYMEHTE,

CokpalleHUsl U MepeBoj Mep U3MepeHus

MoJIHOCTbI0 0Zl06peHb! National Lipid Association (The National CokpaujeHusi
Lipid Association, 6816 Southpoint Parkway (Suite 1000), Jack- ApoB  — anosumonpotens B-100;
sonville, FL3316, CLIA). UBC  — uureMudeckas 6oJe3Hb CEpALa;
K®K  — kpeatuHdochokuHaza;
BcTaBka TKHUM — TouuHa KOMILJIEKCA MHTHMa-MeIua;
YPOBHU [[0KA3aTEJbHOCTH U CTENEHU PEKOMEHALUU KT — KOMIIbIOTepHast ToMorpadus;
CC3 — CcepleYHO-COCYAUCThIe 3a60/IeBaHUS;

YI)OBHI/I A0Ka3aTeJIbHOCTH

C — MOXHO [J0BepsATb NPHU COCTABJEHUU NPAKTUYECKUX
PYKOBOJACTB, HO Heo6x0JHMMa OCTOPOXKHOCTb MpH peasiu-
3alUH.

DLCNC — xputepun Dutch Lipid Clinic Network Score;
DLCNS — Illkama Dutch Lipid Clinic Network;

1 — cucremaTudeckuid 00630p/MeTaaHaNN3/mo KpalhHeH JPT — JAMarHOCTHUYeCKU POJACTBEHHbIE I'PYIIbI;
Mepe OJHO paHJAOMHU3UPOBAHHOE KOHTPOJIMUpyeMoOe HcCjie- FDA — YmpaBJieHHe 10 KOHTPOJIIO 32 MHUIIEBBIMU MPOAYK-
JI0BaHHe/AMarHOCTUYECKHUE TECThl XOPOLIEro KayecTBa TaMHU M JieKapCTBeHHbIMU cpejcTBamu CIIA;
2 — KJMHUYECKOe WM 06CepBallMOHHOE HCC/e/JOBaHHE Ccr — ceMelHas TUuInepxoJieCTepUHeMHUs;
XOpOILLero KayecTBa. JIIIBIl — nunonpoTenHbl BbICOKOW MJIOTHOCTH;
3 — 9KcllepTHOe MHEeHHUe WM KJIMHUYEeCKUH OMNbIT/J0Ka3a- MKB — Mex/lyHapo/JiHas KJIaccudukanus 6oJesHel;
TEJIbCTBO M3 MEPBBIX MPHUHIUIIOB. Al — adepes JIMIONPOTEHNHOB;
(/laHHBIE B TOAJEPXKKY TeparneBTUYECKUX BMeLIaTeJIbCTB JITHIT  — JMnonpoTenHbl HU3KOH MJIOTHOCTY;
paccMaTpUBAJINCh NPUHLUIMAIBHO B OTHOLIEHUH K BO3JeN- J(a) — snunonporenH(a);
CTBHUIO Ha ypoBeHb xoJiecTepuHa JIIIHII, HO B ciydae Hanu- MPLA — MyJbTUIIEKCHAsd aMIIMQUKALMA JIMTa3HO-CBA-
4yus JAHHBIX [0 CyOKJIMHUYECKOMY aTepOCKJIepo3y WM cep- 3aHHBIX P06
JIEYHO-COCYZIUCTHIM MCXOJAM TaK¥Ke YYUThIBAJIUCh U OHH.) MBT — 06eJIoK IepeHoca MUKPOCOMA/IbHBIX TPUIIULEPHAOB;
PCSK9 — mpompoTeMHKOHBepTasa CyOTHUIHU3UH-TIOL06HOTO
CTeneHyu peKOMeHJAlUU KeKCHHa 9-ro THUIY;
REMS — Crparerus no ouneHKe ¥ YMEHbIIEHUIO PUCKa;
A — MOXXHO J0BepsATb IPU COCTaBJEHUU IPAKTUYECKUX o
JIITOHIT — nunonpoTerHbl 0O4eHb HU3KOU MJIOTHOCTY;
PYKOBOJCTB. )
B — MOXXHO [10BepSATb NMPH COCTABJEHUHM NPAKTUYECKUX MPT — MAarHuTHO-pe30HaHCHas ToMOrpadus;
KOBOJICTB B GOJILIIMHCTBE C/IyyaeB KT — 9JIEKTpOKApAHOrpadus;
Py A y ) IxoKI' — axokapauorpadus

Ilepesod eduHuy usmepeHull
MTI/[IJ1 X0JIECTEPUH = MMOJIb/JI % 38,7;
MT/AJ1 TPUTJIHLEpU/IbI = MMOJIb/ T x 88,6;
Mmr/pn aunonporteuH(a) = 0,0357 MkMosb/a

Ilpy DUTHPOBAHMM 3TOM CTAaTbM MCHOJB3yHTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.
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1. BBeaeHue

CemeliHas rumnepxosectepuHemusi (CI') — HauGosiee pac-
pPOCTPaHEeHHOe JJOMHUHAHTHO HacseayeMoe 3a6ojieBaHHe Yesio-
Beka [1]. CT yaie Bcero BbI3bIBAaETCS JJOMUHAHTHON MyTaLueil
noTepu QYHKIUU B IeHe, BAMAIOLIEN Ha peLlenTopbl JUIONPO-
TeuHOB HU3kou mioTHoctu (JIITHII), kotopeie yaanstoT JIITHII
Y3 IJIa3Mbl KPOBH [2], B pe3y/ibTaTe Yero ¢ POk eHus ypoBeHb
xoJsiectepuHa JIITHII 3nauuTenbHo noBelieH. CI' yckopseT pas-
BUTHE aTePOCKJIEPOTHUIYECKUX CepJledYHO-COCYAUCThIX 3a60J1eBa-
Huil (CC3), ocobeHHo wuiemuyeckoi 6osesnu cepauna (UBC),
KJMHUYecKass MaHUPUCTaLUs KOTOPOH O06BbIYHO HAGJ0AAeTCs
nocsie 10 u go 40 set [3, 4]. CKpUHUHT MTO3BOJISIET PAHO BbIsI-
BUTh nanueHToB ¢ CI' [5-9], 4yTO, B CBOIO OYepenb, IOMOTAET
MPOBOJUTH NPOPUIAKTHIECKHE MEPOTIPUATHS, BK/IIOYAsT U3Me-
HeHMe 00pasa »KU3HHU, IpHeM JIeKapCTBEHHBIX CPeJICTB, CHUXKa-
IOIIMX YPOBEHb XOJeCTepUHA B KPOBH, U KOPPEKLHIO APYrUX
dakTopoB pucka CC3 [6-16]. [lo Bceil BeposITHOCTH, B MUpeE
umeetcs 6osee 15 MuH 4esoBek ¢ CI, HO BBIIBJIEHO TOJIBKO
10 % 13 HUX U a/leKBAaTHOeE JieYeHHe NPOBOAUTCH TONbKO Yy 5%
[3,4,17,18].

JU1s IMKBUALMK 3TOT0 3HAYUTENbHOTrO Npo6esa B npodu-
naktuke CC3 MexayHaponubiii onp CI' opraHuszoBas cepuio
JACKYCCUI Cpefii 3KCIIePTOB C LieJIbI0 BbIpab0TaTh rapMOHU3U-
poBaHHOe pykoBoAcTBO mo JedeHuwo CI. OdunuanbHas
npeseHTanuss M HeopUIHMaJbHbIe KOHCYJbTALUU COCTOSJIMCH
Ha XVI MexayHapoJHOM CHUMIIO3UyMe IO aTepOCKJIepo3y
(XVI International Symposium on Atherosclerosis, Cuzpnei,
2012 r.) Ha ceMHHapax, NOCBSLEHHBIX J0Ka3aTeJbHOU 6ase 1o
JNeyeHUwo, ckpuHUHry u JHK-guarHocTuke, nedeHMio fAeTew,
HOBBIM MeTOZaM JledeHUs, IKOHOMHKe 3/paBOOXpaHeHHs], pe-
THOHA/NBHBIM PA3JIMYUAM B JIeYeHUU U MOJesIsIM OKa3aHHUA Me-
JULMHCKOW momouiyd. MojiepaTopbl CeMHUHApOB OIpeJeanan
1 copMHpOBaAJM KOHCEHCYC Ha OCHOBe NMy6GJHKALUH JaHHBIX
vccleloBaHUM, KJIMHUYECKOTO0 OMNbITA, OOLMX TeM, MHEHHUs
3KCIIepTOB U APYTUX MeXAYHapOAHBIX PYKOBOJACTB IO Jede-
Huwo CI [6-9, 19-22]. B fonosiHeHHe K 3TOMY NpOLeccy Kpat-
KM BONPOCHUK IO BO3MOXHBIM CIOpPHbIM MoMeHTaM CI' (Ba-
puanTbl ckpuHuHra, JHK-guarHoctuka, crpatudukanus pu-
CKOB, AuUarHoctuka u JjedyeHue CI' y jeTel, ucnoJsib30BaHue
MeTO/I0B BU3ya/IM3allUM U LieJIM JieueHUs1) OblJI 3aloJIHEH BBbI-
OGpaHHOM Tpynnoil MexyHapOAHBIX 3KCIEPTOB C TEM, YTOOBI
WCI0JIb30BaTh NPeBAJMPYIOLIYI0 TOYKY 3pEHUS AJA JOCTHXe-
HHA JlaJbHeHIIero KoHceHcyca. HacTodmee MexAyHapoJHOe
PYKOBOJICTBO TpeJiCTaB/IsAeT cO60M CTaHAAPT OKa3aHUA MeJu-
UUHCKOW momoliu mnanueHTaM ¢ CI, KOTOpblii MOXeT ObITh
aJlallTUPOBaH B COOTBETCTBUU C TOCYJapCTBEHHBIMH, peruo-
HaJIbHbIMU U JIOKQJIbHbIMU TPe6OBaHUSM U B paMKax KOTOPOTo
B OyJylleM MOXeT pa3BUBAThCs Jl0OKa3aTesbHas 06asa M co3Ja-
BaTbCsl COTJIAaCUTEbHBIA JJOKyMeHT [23].

2. BoisiB/ieHHe MHAEKCHbIX NaleHTOB: CKPpUHHHI' HA cr

B HacTosfIee BpeMsl He06X0/MMa CHCTeMaTU4YecKasl cTpaTe-
rus JJIs BbISIBJIEHUS MHJEKCHbIX nanueHToB ¢ CI' (To ecTb nep-
BbIX JMaTHOCTHPOBAHHBIX MAIlMEHTOB B ceMbsx) [6-9]. UHzekc-
HBbIM MAIMEHT — OTNpaBHas TOYKA /IS KaCKaIHOr0 CKPUHHUHTA,
no3BoJIsAILIero 3gpPeKTUBHO BBIABIATL HOBbIE Cy4yad 3aboJie-
BaHus [3, 8, 9]. O6a MeToJa CKpUHUHTA [JO/DKHBI OBITh BKJIIOYE-
Hbl B MOJleJIM OKa3aHWUA MeAMLMHCKoW nomouu [8]. Tlpu BO3-
MOXKHOCTH HEOGXOAMMO NPOBOAUTH YHUBEPCAJbHBIM CKPUHUHT
ypoBHsa xoJsiectepuHa JIIIHII B mmasme ¢ ydeTtoM Bo3pacTa
Y noJia cpeau JuL MoJsioxe 20 sieT, B Uzease 10 MOJOBOTO CO-
3peBaHus [9, 21]. OgHAKO ONBIT IPUMEHEHUS U BHEAPEHUS 3TO-
ro MeToja oyeHb orpaHuyeH. C NOMyJIALMOHHON TOYKH 3peHUs
yHUBepCa/lbHbIM U KackaZHbIM CKpUHUHTY Ha CI' JO/KHBI GBITH
TeCHO 06GbeJuHeHBbl [24]. Ycrex Bcex CTpaTerui BbISIBJIEHHUS
GOJIbHBIX 3aBHUCUT OT aZleKBaTHOTO NPEOJ0JIEHUS HEeCKOJBKHX
NpensTCTBUH, BKJOYass ocBeJoMyeHHOCTb o CI' u 3HaHusA ce-
Meli, Bpayel U 06IIecTBa O BaXHOCTHU CKpWHMHTa Ha CL.

Bo3smoxHble MHAeKCHBbIe ciaydau CI Takxe ciefyeT BbISIB-
JIATh Y CpeJiy NanueHTOB B Bo3pacTte A0 60 set ¢ CC3 B Kapau-
0JIOTUYECKUX W HEeBPOJIOTUYECKUX OT/eJIeHUSX, B OTAeJIeHUsX

KapAuOTOpaKaJbHOU U COCYAUCTON xupypruu [8, 25], a Takxke
cpeJiy MOJO6HBIX NALMEHTOB, POXOAAIMX NPOrpaMMbl Kapu-
opeabusurtanuu. Haunbosblllee KOJIMYECTBO CJy4aeB MOXKHO
OyZleT BBIIBUTbH IPU CKPUHHUHTE 6oJiee MOJIoAbIX Jitogei ¢ UBC
[25, 26]. KopoHapHoe coObITHE Y OJIHOTO U3 YJIEHOB CEMbH MO-
KeT YBEeJIMUUTb MOHMMaHue pPUCcKa U CTUMYJHUPOBATh KeJlaHHe
pPOJICTBEHHUKOB NPONTHU 06C/Ie0BaHUe Ha NpeJMeT HaaUu4Ms
Cl. CKpMHMHT B NEepBUYHOM 3BeHe 3[paBOOXpAaHEHUs J0JKeH
BKJIIOYATh MCC/IeJ0BaHHE JIMIUAHOrO Npodu/sa He HATOILAK
[8], xoTOpEBI#N foMKEH TPOBOAUTHLCS T'MOKO (OMMNOPTYHHCTHYeE-
CKM) C y4YeTOM HaJIM4YMUA CJIy4aeB THIepPXoJecTeprHeMHUHU
B ceMbe U paHHux CC3 B aHamHese (y juy MoJioxke 60 yieT)
[27, 28]. CkpunuHr Ha CI' Takxke [OJoKeH OBbITb HpeJJioXKeH
BCEM MallMeHTaM C CYXOXXUJbHBIMU KCAaHTOMaMH U IIPU paHHEM
MOSIBJIEHUM POTOBUYHOU Ayru [6-9, 22]. Bce dopmbl onnopTy-
HHUCTUYECKOT0 CKPHUHMHTA JOJDKHBI NPUHMMAaTh BO BHUMaHUeE
Ha/lM4Me OCTPhbIX 3a60JieBaHUN, NPUBOAALIMX K CHHXKEHHIO
YPOBHS 0011[ero XosecTepuHa U xoJsiectrepuHa JIHIIH B mia3me
[29]. B sToM ciyyae u3MepeHHe YPOBHSA JIUNHAOB JOJKHO
ObITb OTJIOXKEHO W IPOBEJEHO NOBTOPHO 4epe3 8 HeJ. mocie
BbI3/IOPOBJIEHUs. BaXXHyI0 pOJIb JOJDKHBI ChIFPATh JlaGopaTo-
pHH, KOTOPBIM CJe[lyeT M3BellaTb Bpaded MepBUYHOTO 3BEHA
0 BO3MO)XHOM Hanuuuu CI' B ciydyae BbISIBJIEHHS BBICOKOTO
ypoBHs xosecTepuna JIHIIH (> 5 mMMousb/a) uau o6iiero xoJe-
ctepuHa (> 7 mMmoub/a) B miasMe [30]. [lo Bo3aMOkHOCTH Bce
nanueHThl ¢ nojo3peHreM Ha CI' JoJDKHBI GBITH HanpaBJIEHBI
K COOTBETCTBYIOIEMY CNELHUAIUCTY, 06/1afaoleMy HeoOXou-
MOU 3KCHEPTHU30H, Js1 NOATBEPXKIAEHUs AuarHosa [26, 28, 31].
Bce manuenTbl ¢ romosurotHoid CI' (ypoBeHb xoJiecTepHHaA
JITTHII npu oTCcyTCTBUU JiedeHUs > 13 MMOJIb/JI; YpOBEHDb XOJIe-
crepuHa JIIIHII npu nedyeHuun > 7,5 Mmosb/n) [32] LOJKHBI
ObITb HalpaBJ/IeHbl AJS JiedeHUs B GJMKaWLIMKM crenuannsu-
poBaHHBIN 1eHTp [8, 31, 33].

3. JIMarHoCcTUKa U OLeHKa B3pPOCJIBIX

CyiiecTByeT HeCKOJbKO KpUTepHeB QpeHOTUINHYecKoH Aua-
rHocTUKU CI' y B3pOC/BbIX, OAHAKO HU OJUH U3 HUX He MOJIyYnJI
MMOBCEMECTHOTO MeXJYHapoJHOro mpusHaHus [6-9, 22]. Kpu-
Tepuu [0JITaHJCKOM CeTH KJIMHUK IO JIeYeHUIO JIMMUHBIX Ha-
pymenuit (DLCNC — Dutch Lipid Clinic Network Criteria) uc-
MOJIb3YIOTCSA AJS ONpeJieJleHUs] YHUCAeHHOTo IoKasaTeJss, Io-
3BOJIAAOLIET0 NMPOTHO3UPOBATh BEPOSAATHOCTb AUArHocTUku CI
[34]. 3Tn kpuTEpHUM NOJYHAIOT BCe GoJiee MHUPOKOe NPU3HAHUE
M3-3a CBOEH MPOCTOTHI M MOJHOTHI [8, 13, 34]; YMCIEeHHBIH MO-
KasaTeJb He TaK 3aBUCUT OT ypoBHA xoJjecTtepuHa JIHITH
B IJIa3Me KPOBH U o6ecredyrBaeT OOJIBLIYI0 YYBCTBUTEIBHOCTD
MpU BBISBJEHUHU HH/JAEKCHBIX CJIy4yaeB, yKa3blBass Ha BbICOKYIO
BEPOSITHOCTb HaJIM4YHUsl 3a60/1eBaHUs, eC/IM YUCJIeHHbIH N0Ka3a-
TeJsb cocTaBJsieT 6osbuie 5. CucteMa Simon Broome cpaBHHMMA
¢ DLCNC B mporHo3upoBaHuM Haiuyus CI-mMyTanui, HO He
BKJIIOYAET OLIEHKY POTOBUYHOM JyTH M MOXKET He BBIIBUTH Ia-
LIUEHTOB ¢ UCTMHHOW CI, KoTOpble He UMEIT SBHOW I'MIepxo-
necrepuHeMuu. Cuctrema MEDPED, B KoTOpo# ucnoJsib3yeTcs
W3MepeHUe YpOBHs 0OLIero XoJjieCTepuHa M XOJieCTepUHA
JITTHIT u rpe TpebyeTcsl B IEepPBYI0 ouepe/b 3HAHHE YPOBHS XO-
JleCTepUHA y JPYTUX 4YJIeHOB ceMbH [35], MOXeT GBITb MeHee
crenudryHaA B MPOTHO3UPOBAHUHU HAJIMYUA MyTalUH, 4eM Jpy-
rue MeToAbl. fIMOHCKMe KpUTEpHH, KOTOpble CPaBHUMBI C CH-
cteMoit Simon Broome, HCMoJIb3yIOT B KayeCTBe NOPOTOBOTO
ypoBeHb xoJsiecTepuna JIIIHII > 4,7 MMosb/n1 B omnpesieseHHOU
MOMyJSILUU U JONYyCKalT HCI0Jb30BaHWE METOA0B PeHTreHO-
JIMarHOCTUKYM KCAaHTOM axXWJ/IoBa Cyxoxkuuus [22]. [lna ycra-
HOBJIEHHUS ITPOCTBIX U TAPMOHU3UPOBAHHBIX KPUTEPUEB KJINHHU-
yecko auarHocTuku CI' He0GXOJUMBI JaJbHENIIe MeX/AyHa-
poJiHble HCC/IeJ0BaHUS.

Juarnoctuka CI' fo/kHa BKJ/IIOYATh 110 MeHbIled Mepe /Ba
nsMepeHus ypoBHA xoJsiectepuHa JIIIHII B muiasmMe HaTowak
[8,10, 13]. [lna yTouHeHUs1 PpeHOTUNNYECKOTO JMArHO3a O4YeHb
Ba)keH c6Op ceMeHHOro aHaMHe3a B OTHOIIeHWH Hanuuus UBC
Y TUIIepxoJiecTepuHeMuH [6, 26, 34-36], Ho aTOl nHpOopMaluen
4yacToO NpeHeOperamT WM OHAa HEAOCTYyMHA Ha INpPaKTHUKe
[25, 37]. Hannuue CyXOXXUJIbHBIX KCAHTOM B MOJIOJIOM BO3pacTe
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W 3HAuUTeJIbHOe IMOBbIlIeHUWe YpoBHA XxoJsectepuHa JIITHII
B MJIa3Me — OCHOBaHHe [JIs1 TIOCTAaHOBKHU JMarHosa Tspkesion CI'
[32], opHaKO 4151 MCK/IIOYEHUS CUTOCTEPOJIEMHHU CJIe/IyeT TaKKe
IPOBECTH aHA/JIN3 YpOBHSA QUTOCTEposa B ILJIa3Me KPOBH
u JHK-guarnoctuky [38]; y B3pOC/IBIX CYX0XKUJIbHbIE KCAHTOMBI
NPy HOPMaJILHOM yPOBHE X0JIeCTepHHA B IlJla3Me KPOBU MOLYT
HabJII0AaTbCsl MPU CUTOCTEPOJIEMUH U LepeObpOoTeHJUHO3HOM
KcaHTOMaTo3e. He06X0AMMO HCK/IIOYUTh BTOPHUYHbIE NPUYMHBI
runepxosieCTepMHeMUH (HanpuMep, THIOTHPEO3, IPOTEUHYPHIO,
npueM JjiekapcTB) [8, 13, 22], ofHaKO NPU TAaKHUX COCTOSIHUAX OT-
CYTCTBYIOT KJMHUYecKhe cturMmbl CI. YpoBeHb xosiecTepuHa
JITTHII, paccuutaHHbli o ¢opmysne Friedewald, oka3sbiBaeTcs
3aHIDKEHHBIM [pU ypOBHe TpPUIJIELMPULOB B IJa3Me
> 4,5 MMosib/a [28], B 3TOM ciiy4yae ceAyeT WCIOJIb30BaTb HM3-
MepeHue ypoBHA XoJsecTepuHa JI[THII B niasme npsaAMbIM MeTo-
oM. YpoBeHb anoB u xosnecteprHa He-JI[IBII (To ecTh ypoBeHb
obuiero xosectepuHa 3a BeryetoM JIIIBII-xonectepuna) ass no-
CcTaHOBKM AuarHosa CI' emie okoHuaTesbHO He omnpegeseH. CI'
cjaefyeT OTIMYaTh OT CeMeHHONW KOMOGHHUPOBAHHOW TUIepJIU-
NUJeMHUH, MyJIbTUTEHHOI0 PacCTPOMCTBA C BaPTTPYIOLIUMHU JIN-
NUAHBIMU pEeHOTHUIIaMM, KOTOpbIe CONMPOBOXKAAIOTCA WHCYJIHUHO-
PE3UCTEHTHOCTBIO M He NMPUBOAAT K MOSBJIEHUIO CYXOXKUJIbHBIX
KcaHToM [22, 39]. [Ipy 3HAUUTENIbHON TUIIEPTPUTIUIIEPUAEMUN
Hasnuue CI' MasoBepoATHO, OHAKO B PeJKUX CJy4yasx OHa MoO-
»KeT HabJII0JJaThCsl C COMYTCTBYIOIIMMY reHeTUYeCKUMHU Jedek-
TaMM B MeTabosin3Me JunonporedHoB [40, 41]. [ia mauues-
TOB, IPUHHAMAKOLIUX X0JIeCTePUH-CHMKAIOLMe Npenaparel, Mo-
kazaTtesu xoJsiectepuHa JIIIHII go Havana JieyeHUS [0/KHBI
ObITb BBISICHEHBI WM PAacCYMTAHbI, UCXOAS U3 IIpenapaTa U pe-
)KMMa npuema [42].

Bcex nanueHTOB ¢ AuarHoctupoBaHHod CI' ciegyeT oGcie-
JlOBaTh Ha HaJu4ue Apyrux ¢axkropos pucka UBC [8, 22, 43, 44]
¥ CHMITOMHOTO WM CyOKJMHHYECKOr0 aTepocKJjepo3a
[7, 8, 45]. llpu oneHke HEOOGXOAWMO YYUTHIBATH MCHUXOJIOTHYE-
CKUH, MHTEJVIEKTYaIbHbIH, COLIMAJbHBINA CTAaTyC U 3THUYECKYIO
NMPUHA/JIEXXHOCTh NanueHTa [46, 47]. KpaiiHe BaXKHbIM SIBJISIET-
csl NpOBeJleHHe TILIaTeJbHOT0 W afleKBaTHOrO A/ JaHHOMU
KyJITYpaJIbHOH cpeJibl c60pa ceMeHHOro aHaMHe3a Ha Ipej-
MeT Hannuyust UBC, oco6eHHO y po/ICTBEHHUKOB MEPBOH CTele-
HU poacTBa. Puck passutusa UBC y manuentos ¢ CI' moxer
CHUJIBHO pasianyaTbes [43,44]. 3To MoxeT OBITb CBSI3aHO
C YpPOBHEM XOJIeCTepHHA B IJla3Me [0 JiedeHHs], FeHeTUUeCKU-
MU NpPUYMHAMU HapylleHUsl MeTabo/M3Ma JIMNUAOB WU 0CO-
OGeHHOCTAMM aHATOMHUM apTepHUH, a TaKKe HaJU4YMeM JPyTHUX
cepbe3HbIX GAKTOPOB PUCKA, B YACTHOCTU KYpPEHUs, 0XKUPEHH,
HU3Koro ypoBHA xosiectepuHa JIIIBII, aprepuanbHON runep-
TeH3UM U caxapHoro Auabeta [43, 44]. MyTauuu, cnoco6cTBY-
ollle 3HAuYUTeJbHOMY IOBBILIEHUIO YPOBHA XOJleCTepUHA
JIIIHIT B miasMe ¥ He3aBUCHMMO NOBbILIAKOLIME IJIa3MEHHYIO
koHLeHTpanuto JIII(a), Takxke nosblmatroT puck UBC mpu CI
[49]. NoBbIenHbIN ypoBeHsb JIII(a) MoxeT Takke COco6CTBO-
BaTh Pa3BUTHIO cTeHO3a aopThl [50]. ®pemuHreMcKas mkasa
OIlEHKHM PHUCKa WJIM IMPOU3BOJHBLIE OT APYTUX METOJUK OLeHKHU
Cep/leyHO-COCYAUCTOr0 PUCKA HEHaJieXKHbl U He J0JDKHbI HC-
M0JIb30BaTbCA AJis OllpejesieHUsl TaKTUKHU JiedyeHus CI [8, 10,
11, 51], oco6eHHO y GOJIbHBIX MOJIOZOTO BO3pacTa, AJisi KOTO-
pBIX 6GoJiee MOAXOAALMM OyAeT OleHKa JI0JIOBPEMEHHOr0 pH-
CKa, OCHOBAaHHasl Ha BU3yalM3allM CyOKJIMHUYECKOTO0 aTepo-
ckjepo3sa [14, 52, 53]. Takke JJis OLEHKH PHUCKA MOXET ObITh
MoJsieseH MOJiCUeT XOJleCTepUHA-JIeT, UJIHU KyMYJSTUBHOTO Gpe-
MeHHU xoJjlecTepuHa [54], oAHaKO LleHHOCTb JJaHHOTO MT0Ka3saTe-
J JJIs Be[leHUs KOHKPEeTHOro IalMeHTa TpebyeT JONOJIHU-
TeJIbHOU OLIEHKH.

CI' cBsizaHa ¢ paHHUM HavaJoM W GoJiee TSKeJIbIM TedeHHU-
eM Cy6KJIMHHUYECKOro aTepockJseposa [53, 54]. HekoTopele na-
paMeTpbl CyOKJIMHUYECKOr0 aTepockjepo3a OblIM He3aBUCUMO
cBsi3aHbl ¢ pa3ButueM UBC B o6uiei nonyasuuu [55, 56], HO
npuMeHHTesbHO K CI' 3TM nmapaMeTpbl M3MepSAJIUCh TOJIBKO
B paMKax HAy4YHBIX MCC/IeJJOBaHUH U TPeOylT JajbHellieil
oneHKH. TOJMIMHY KOMIIJIEKCAa WHTHMa-MeJHa COHHBIX apTe-
puii (TKUM) ¥ Hanmuuuve aTepoCKJIepOTHYECKON OJISAMIKA MOXK-
HO OLEeHUTb npu nomomu Y3U coHHbIx apTepuit [53,55,57].
Kanbuudukanuo kopoHapHbix apTepuil (KKA) u ob6cTpykuuio

MpOCBeTa COCY/la MOXKHO BbISIBUTb NMpPH MOMOLIXM KOMIIBIOTEP-
HOM ToMmorpaduu/anruorpadun ceppua [45,55,58]. Ilpu ot-
cytcTBUU cuMnToMoB oneHka KKA saBisieTcs: 6osiee nHbopMa-
THUBHOW JJIsi MPOTHO3UMPOBaHUsA pucka, yeM KT-aHruorpadus
KOpPOHApHBIX cocyoB [59], u GoJiee MoOJIE3HON C KIMHUYECKOH
To4yku 3peHusi, yeM TKHUM [60]. HenHBasuBHOe o6GcieoBaHue
Ha NpeJMeT aTepoCKJiepo3a MOIJIO Obl GbITb MOJIE3HBIM JJisl
JIMaTHOCTHKYU U BeJleHUs1 nanueHToB ¢ CI, ogHAKo 3TO elle He
MO/ TBEPKJIEHO. JTO HCCIeJ0BaHUE MOXET MPUMEHSATHCS B UH-
JVBH/YaJbHOM NOpsKe B ONpefeseHHbIX KJINHUYEeCKUX CUTY-
anusax [58,61], ocobeHHO NpU HeompeJesleHHOM CeMeHHOM
a"naMHese 1o UBC [62]. /luarHo3 cyOGKJINHUYECKOTO aTepOCKIe-
poO3a [JO/DKEH YCTAHABJMBATHCS C YYE€TOM NMPU3HAHHBIX KpUTe-
pueB [55]. B siuTepaType HeaBHO GbLIM ONMCAHBI pedepeHc-
Hble MHTepBasbl s 06bidHOM TKUM [63], omHako oHM He
ObLTM BasuaupoBaHbl Jis CI. Ixokapauorpadusi 1mo moBoay
CTEHO3a aopThl MOXET ObITb MOKa3aHa IPHU reTepO3UTOTHOH
Cl' ¢ BbipakeHHbIM mnoBbimieHueM JI[I(a) B miuasme [49, 50]
M KaK pyTUHHOe o6ciefoBaHUe mpu romosurotHou CI' s
JIMAaTHOCTHKY MOPaXXKeHUs1 a0PTaJbHOTO KJanaHa /WM cylnpa-
A0pTaJILHOI'0 aTepockjaeposa [8, 32, 43-45, 64].

C yyetoM Toro uto puck CC3 M KJMHHUYECKAs] BbIpAKEH-
HocTb CI' 3HAYUTEILHO BapbUPYIOT, LeJIECO00PA3HO MPOBOAUTH
cTpaTuduKanuio pucka. PazzieseHde Tpynnbl HU3KOTO pHCKa
(orcyrcTtBue UBC, cyGKIMHUYECKOTO aTEPOCKIepo3a U OCHOBHBIX
dakTopoB pucka) U BbIcOKOro pucka (Hammune UBC, cyOKIMHU-
YeCKUX W3MeHeHWH WJIM OCHOBHBIX (AKTOPOB PHCKA) MO3BOJIUT
OIpe/ie/IUTh HeOOXOAMMYI0 HHTEHCUBHOCTD JiedeHus [7, 8]. OxHa-
KO 3KOHOMHYecKass 3QPEeKTUBHOCTb TAKOT0O MOAXoja TpebyeT
JIONOJIHUTEJIbHOU OlleHKU. [TallieHTOB ¢ TOMO3UTOTHBIM (eHo-
tunoM CI' cjefyeT OTHOCUTH K TpyIe UCKJIIYUTENTbHO BbICO-
KOro pucka [32], UX Heo6X0JUMO HANPABJISATH B CIELUAIU3U-
poBaHHBIe LIEHTPHI JJis adpepesa JIMIONPOTEUHOB [65] WK uc-
IbITAaHUS HOBBIX METO/OB JiedeHus [8].

4. IluarHocTUKa U OlleHKa y JeTeil U MOJPOCTKOB

CeMeiinyto runepxosiecrepuiemMuto (CI') cienyeT BbIABIATD
B MOJIOJIOM BO3pacTe, 0CO0eHHO 0 18 sieT M paHee, eC/IM eCTb
MOKa3aHWsi M BO3MOXXHOCTU [Jil JUarHocTuku [19-21, 54,
66, 67]. 9T0 0CO6EHHO BaXKHO AJIS1 TeX, KTO HAXOJUTCS B IPyI-
e pucKa Mo roMo3UroTHou ¢popme 3aboJsieBaHus, 151 KOTOPOU
060CHOBaHa AMArHOCTHUKA Ha npejMeT Hanuuusa CI' mpuMepHo
c 2 seT W Aaxe panblue [19-21, 54, 66, 67]. Cienyer mpoBo-
nnTh AuddepeHHATBHBIN AUAarHO3 C CUTOCTEPOJIEMUEH, TaK
KaK CUMIITOMBI 3TOro 3a60JieBaHUs B JIETCKOM BO3pacTe CXOJ-
Hbl ¢ CI' [38]. MaspuuKu M [1eBOYKH C mojo3peHueM Ha CI
reTepo3UroTHOTO THIA TaKXKe JOJKHBI ObITh 06C/Ie/0BaHbI 10
10-neTHero Bo3pacTa, npeAnoyTUTeNbHO ¢ 5 10 10 sneT. TeM He
MeHee BIIOJIHE ONpaB/aH U 60Jiee paHHUN CKPUHUHT B CJIy4yasnx
Ha/M4yus B ceMelHOM aHaMHe3e UBC, Bo3HuKaromeln 1o 55 Jer,
0COOEHHO Yy POJICTBEHHUKOB IIepBOH CTeNeHU pOJCTBA
[64, 68, 69], 160 mo mpockbe poAUTEsEH, KeJAIUX Kak
MOXHO paHbllle NPUBUTb pebeHKy 3/[0pOBbIH 06pa3 >KU3HMU.
Jlnsa BeisaiBieHus CI' B feTCTBe MOXHO MCNOJIb30BaTb TPU Me-
TOAA: KacKaJHbI CKPUHMHI, YHUBepCaJbHbIH CKPUHUHI WU
CeJIeKTUBHBIM CKPUHWHI, OCHOBAaHHBIA Ha CeMelHHOM aHaMHe3e
[21, 27, 67]. B pa3HbIX CTpaHax UCIOJIb3YIOTCS Pa3Hble METO/bI
C y4€eTOM BO3MOXHOCTEH 3/IpaBOOXPaHEHUS U peKOMeHJALUH
COOGCTBEHHBIX 3KCHEPTHBIX rpynn. B psje eBponeiickux cTpaH
U B ABCTpa/MM MNOAJEPXKHUBAeTCA KacKaJHbIA CKPUHUHI,
OCHOBaHHBIH Ha TeHeTHUYeCKHUX HcciaefoBaHusax [5,6,8,19],
Torga kak B CIIA pekoMeHAyeTCs MpPOBOJUTBH CeJeKTHUBHBIN
CKPpUHUWHI HayWHas C 2 JIeT, YHUBEePCaJbHbIH CKPUHUHT —
¢ 9-11 net [9, 20]. PekoMeHAyeTCS TPOBOJUTH YHUBEPCATbHBIN
CKpUHUHT Jio 20 JieT, B uJeaje — [0 HACTyIJeHUs MybGepTaT-
HOTO BO3pacTa. ITOT BUJ, CKPUHUHTA NpoBoAuTcsd B CJI0BeHUHU
[21] u TecTHpoOBasics B HEKOTOPBIX YHUBEPCUTETAX FANOHUHU, HO
€ro pe3y/JbTaTUBHOCTb M 3KOHOMHYecKasd 3(eKTHBHOCTb
MOKa HesICHbl. YHUBEPCAJbHbIM CKPUHUHT JleTel, MpOBOAUMbBIN
1ocjie TeCTUPOBAHHUs peGeHOK — POAUTENb, MOKET OKa3aThCs
6osiee 3¢pPeKTUBHBIM [l BblsABJIeHUs CI' B momyssuuu, yem
TOJIBKO KaCKaJHbId CKPUHUHT [24]. Ba)kHO OTMeTUTh, YTO HU
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OJMH M3 Iepey’CJeHHbIX MEeTOAO0B CKPUHHUHIA B INeJHaTpUU
Juia BelsiBneHus CI' He cuyMTaeTcsl Ha CerofHAIIHUHN JeHb J0-
CTAaTOYHO Ha/le’KHBbIM, 0e30MaCHbIM W 3KOHOMHYecKH 3ddek-
TUBHBIM [70].

[ nmoctaHoBKM mnepBUYHOro auarHosa CI' ciepyet wuc-
[10J1b30BaTh NOPOTOBYI KOHIleHTpauuio xoJsiectepunHa JIITHII
B IlJIa3Me C Y4YeToM IoJia U Bo3pacTa [68, 71]. YpoBeHb XoJie-
ctepuHa JI[IHII B nsiasme kpoBu y fgetedd fo 10 ser cyie-
CTBEHHO pasyinyaeTcs npu Haguuuu CI' u 6e3 Hee [68, 71, 72].
TeMm He MeHee M3-3a GMOJIOTHUYECKON BapHabeJbHOCTH AJSA JU-
arHoctuku CI' [19, 20, 66] ciaegyeT HCNOJIb30BaTh CpeJHEE
3HaueHUe JBYyX wusMepeHUM xosectepuHa JIIIHII nHaTowak
[29, 73]. CnenyeT yuuTbIBaTb BO3MOXKHOCTb CHUXKEHHUS] YPOBHS
xosiecrepuHa JIITHIT npu ocTphix 3a60JiIeBaHUsAX U IPU HEOOXO-
JIUMOCTH TOBTOPUTH HcciaenoBanue [29,73]. Bbicoka BeposiT-
HOCTb Ha/IM4YUs reTepo3uroTHoro BapuaHTta CI' y merei crap-
me 2 JileT B TOM CJy4ae, ecJd ypoBeHb xosiectepuHa JIITHII
paBeH WJU NpeBblaeT 5 MMoJb/a [68, 69], faxe ecnau B ce-
MeHHOM aHaMHe3e OTCYTCTBYIOT TMIEpJUNHUJEMHUS U paHHee
pasButue UBC. [eTepo3uroTHelll BapuaHT TakXe BeCbMa Bepo-
areH, ecau yposeHb JI[IHII-xosecTrepruHa 6e3 JiedeHHsT Haxo-
JIUTCA B UHTepBaJie 4-5 MMoJIb/JI, 0CO6EHHO NPH COOTBETCTBY-
IoleM ceMelHoM aHaMHe3e [68]. [omo3urorHeld BapuaHT CI
MOXKHO NPeAINoa0KUTh, ecad ypoBeHb JI[THII-xonecTtepuHa 6e3
JledyeHHUs TNpeBblIaeT 13 MMoJb/J, B 0COGEHHOCTH NPH MOSIB-
JIEHUHU y 60JIbHOTO KCaHTOM 0 10-s1eTHero Bo3dpacra. [Ipu mo-
CTaHOBKE /IMarHO3a CeMeHHOM runepxoieCTepUHEMHUH He06XO0-
MO HCKJIIOYUTH BTOPHUYHYIO T'MIIEPX0JIECTEPHHEMMUIO, BKJIIO-
yasg HeppOTHUUECKUH CUHAPOM U runotupeos [19, 20, 66].

Kak u B3poc/ibIM NanyeHTaM, AeTsIM Heo6X04UMO IPOBECTH
MOJIHYI0 OLEHKY pPHCKa CepJle4YHO-COCYAUCTBhIX 3aboseBaHUH,
BKJIIOYasl ONpe/ieJleHHe YPOBHS apTepUaJbHOTrO JaBJeHus], UH-
JleKca Macchl TeJia, ypoBHs rinkemuu u JlIl(a) [19, 20, 66]. Ha-
JIM4re KaKOTo-Ju00 W3 IepevyUCJeHHBIX JONOJHUTEIbHBIX
$aKTOpoOB pHCKA WM JPYTUX COCTOSHUH BBICOKOI'O pHCKa
B ZIETCKOM BO3pacTe, HAIpUMep caxapHoOro AuabeTa, CHHApPOMaA
KaBacaku ¢ rHraHTCKMMHU aHeBpPU3MaMH WJIM XPOHHUYECKHUX 3a-
60JIeBaHUH NOYEK, MOXET CJAYKUTb NOKa3aHMeM K Ha3Haue-
HUIO 60Jiee MHTEHCUBHOU JIMIUJOCHWKAIOLIEH Tepanuu [74].
Jl1 UTaHUPOBaHUSA Tepanuy BaXXHO BLIABUTH PaHHME C/Iydau
CEPAEYHO-COCY/IUCTBIX 3a00/IeBAHUN B CEMbe, 0OCOOEHHO Y POJ-
CTBEHHUKOB IEepPBOU CTemneHU poAcTBa [64, 68, 69].

C uesbl0 AUMArHOCTUKHM paHHEro aTepockjeposa y JeTeil
¢ CT' B uccie[OBaHUSAX MCIOJIb30BaJaCh BU3yan3alus CyOKIIu-
HHAYeCKOT0 aTepocK/iepo3a € NOMOIIbIO OLleHKH TOJIHMHBI KOM-
miekca nHTHMa-mMegua (TKMM) m KKA npu xoMmbioTepHOMH
ToMorpaduu [53, 75], X0Ts npakTUYecKas IeHHOCTb 3TOr0 Me-
ToJa ellle HyXJaeTcss B MOATBepXJeHUU. B KIMHUYeCcKOH
NpaKTUKe CYLeCTBYIOT 3HAYUTeJbHble OrpaHUYeHHUs] NPU HC-
M0JIb30BaHUM BHU3YaJM3aLUU CKPBITOTO aTepocKJeposa s
KOHTpoJIs1 iedyeHud [55]. U3mepenune nokasarenss TKUM Tpeby-
eT ClenUWaJbHbIX HaBbIKOB [76]. HemaBHO omyG/MKOBaHHBIE
CTaH/JlapTU3UpOBaHHble pedepeHcHble MHTepBaabl TKUM [63]
He BKJIIOYaJ/IM NOKa3aTeJsu JJs NalueHTOB JIeTCKOro Bo3pacTa.

He cymecTByeT Takke OOLIeNPUHATBIX 3HaYeHUN MOpOro-
BbIX BeJINYUH JJIA Olpefie/leHUs] pa3BUBLIErocs WJIM Nporpec-
cUpyloLIero aTepockjaeposa y Aeted Ha ocHoBanuu TKUM. 3tu
HM3MepeHHs CHJIbHO DAa3HATCA B 3aBHCUMOCTH OT BO3pacTa
Y IIJIOXO BOCIIPOU3BOAATCS Y MaJIeHbKUX JleTel, UTO OYeHb OC-
JIOXKHSIET OlLleHKYy M3MeHeHUH [76]. He pexoMeHAyeTcsl oleHU-
BaTb y fAeTell n KAK, mockosbKy Ha paHHHUX CTaJUsX aTepo-
CKJIepo3a U GOPMHUPOBAHHUSA XOJIECTEPUHOBBIX OJISIIIEK KaJbLH-
HO3 MOXeT OTCyTCTBOBaTb M MNOABUTBHCA TOJBKO B 3pesoM
Bo3pacTe, a noBTopHble KT moBbImaOT yyeByto Harpysky [55].

5. KackagHblii CKpUHMHTI: U3BellleHue ceMeil 0 pucke

Hau6osiee akoHOMUYecKH 3P PeKTUBHBIN CIIOCO6 BbISBJIEHUS
HOBbIX ciydaeB C[' — 3TO ceMeWHBIH KacCKaJHbI CKPUHUHT
GJIM3KUX POJICTBEHHWKOB WH/EKCHOTO MallMeHTa C MPUMeEHEHHU-
eM ¢eHo- WM reHoTunupoBanusd [5, 6, 8, 77, 78]. OgHako nua-
THOCTHKA, HalpaBJieHHash Ha MOWCK MAaTOTE€HHBbIX MyTaluH, 6o-
Jiee TOYHA, YeM HCIOJIb30BaHHE OJHOTO TOJIbKO (HEHOTHUIIHPOBa-

Husa [79]. Ecin HeT Bo3MoxkHOCTH mnpoBecTd aHaiu3 /JHK, To
c/leflyeT BBIIOJHUTb KacKaJHbI CKPUHUHT C IPOBeJEHUEM TOJIb-
KO HccefoBaHus ypoBHA xosiecTepuna JIITHII ¢ yyeTom Bospac-
Ta, 10J1a ¥ MecTa npoxkrBaHus [71]. [lockosIbKy BEpOSITHOCTD BblI-
SIBJIEHUsT 3a00JIeBaHUs [JOCTATOYHO BBICOKA, He CjeflyeT ImpHUMe-
HATb B OTHOILEHUHM POJACTBEHHUKOB CpeACTBa KJIMHUYECKOH
JMAarHOCTUKY, UCIOJIb3yeMble JJI1 UHJEKCHbIX naunueHToB. Co-
CTaBJleHHe CeMeNHONW pOJ0CIOBHOM MOXET UMETh LeHHOCTb NpHU
MJIAHUPOBaHUHU CKpUHUHTA [6, 8, 33]. KackaHbIA CKPUHUHT CJe-
JlyeT HauMHaTh C OJIMDKAHIINX POACTBEHHUKOB (TO €CThb pOJHUTe-
Jiel, 6paTheB, cecTep U JieTel), a 3aTeM 00C/Ie0BaTh POACTBEH-
HUKOB BTOPOH U TpeTbel CcTeneHu pozcTsa [6, 8, 33].

5.1. UzeeweHue o Haiuvuu pucka

M3BelieHne 0 pHCKe MOJKpeIUIsieT KacKaJHbIH CKPUHUHT
[6, 8, 80]. OHO mO3BOJIIET MPOUHGOPMHUPOBATH POACTBEHHUKOB
0 BO3MOXXHOM pucke CI, mocjeAcTBUSX JJIs1 UX 37,0POBbs U JI0-
CTYNHOCTH KJIWHUYECKUX W/WJIHN reHEeTHYeCKUX HCCJIe0BaHUM.
Heo6xoaMMoO cOGJIIOAATh OCHOBHBIE 3THYECKHE NMPUHIUIIBI aB-
TOHOMMH, CIPABEAJUBOCTH YBAXKEHUS UHTEPECOB GOJIbHOIO.

5.2. Yemanoesenue ces3u u uHgopmuposaHue cemell

KackaiHbIil CKpUHUHT c/leflyeT HayMHaTb C YCTaHOBJIEHHUS
KOHTAaKTa C POJCTBEHHUKAMH IIEPBOM, a 3aTeM BTOPOH CTelNeHU
POJICTBA, KOTOPbIe CTAHOBATCS UCTOYHUKAMU WHPOPMHUPOBAHUSA
0 pUCKe AJI1 CBOUX POJAHBIX [6, 8, 81]. UHAEeKCHbIe MaleHThI
JIOJDKHBI O6CYZUTD ONOBEIEHUE CEMbU O PUCKE C BPayOM HJIU
MEeJICECTPOH, KOTOpble GYAYT COCTABJATb CEMEHHYH reHeasio-
TUI0 ¥ OTOMPATDb YJIEHOB CEMbH JJ1s 06C/IeZlOBaHUA HA IpeaMeT
Hanmnuus CI' [6, 8, 33]. O6GpaTUTBCA K POACTBEHHHKAM MOXHO
yepe3 HWHJEKCHOTO MalHeHTa, WM MeAUIMHCKYI0 OpraHu3a-
LMo, WU 060ouMU nyTsaMH [6, 8, 80]. JlyumuM BbI6OPOM MOXKET
ObITh JIBOMHOE MpeaynpexJeHre o pucke. Heo6xoqumo Takxe
npuBJIeYb K 06C/I€JOBAaHUI0 KOHCYJIbTaHTA-reHEeTHKA, eC/IU Bbl-
SIBJIEHBI JleJITUKaTHble BHYTpUCeMeliHble Mpo6seMsl [6, 8, 33].

WHJeKCHBIX MAlMeHTOB HEOO6XOAMMO CHabXaTb MHpOpMa-
[[Med B MMCbMEHHOM BHJE, C SICHBIM ONHMCAHWEM JUArHOCTHYe-
CKHX TPOILECCOB U METOJI0B, a TaKXKe CJelyeT peKOMeH/10BaTh
03HAKOMHUTb POJICTBEHHUKOB C 3TOM uMHopmarnueil [6, 8, 33].
Yro6bl M36€XaTb TPEBOI'M U HUCNyra Cpeld POJCTBEHHUKOB,
TEKCT JI0/DKEH ObITh HallMCaH Ha NMPOCTOM f3blKe, NOHATHOM
Bcel ceMbe. B TO e BpeMs HY»KHO 0060 NOJYEepPKHYTh J06pO-
BOJILHOCTb 06caefoBaHus [8, 80], a TakKe MOCJAeACTBUA [Jis
3710pOBbsl IPU HecBoeBpeMeHHOM AuarHoctuke CIL [Ipu o6uie-
HUM HYKHO [IeJ1aTh aKIeHT Ha TOM, YTO BCe 00C/IeZJOBaHUE U Jie-
YyeHHe HMeeT LieJIbl0 UMEHHO COXpaHeHHe 370poBbs [6, 8, 33].
Eciu HeT oTBeTa Ha IepBOe NHCBMO, TO CleAylollee obpalle-
HUe, TMCbMOM WJIM Yepe3 TeJepOHHBIN PasroBop, MOXKHO afipe-
coBaTb KOMYy-JM060 W3 41eHOB ceMbH [8]. UsneHaM ceMbH, JjaB-
mwuM coriacue ob6ceaefgoBatbess Ha CI, cieayeT mpefiokKuThb
CTaHJApTHOE HMCC/IeJJ0BaHKe JIMIUAHOIO Npoduist KpOBU U re-
HeTHYecKoe 00C/e/loBaH1e, eCJIM U3BECTHA CeMelHas MyTalus
U eCcTb BO3MOXHOCTb mpoBectd aHanu3 JIHK [6, 8, 79, 81].
BceM o6cienyeMbIM, y KOTOPBIX ecTb nogo3peHue Ha CI cie-
JIyeT pa3bsICHUTH MOJIOKEHHUSI HEKOTOPBIX BHU/IOB CTPAXOBOIO
MOKPBITHS B OTHOLIEHUH reHeTH4Yeckoro obcieoBaHus [8, 82].
Jly4ile BCero, ecld CUCTEMHbIH KacKaZHbIA CKpUHUHT Ha CI
NPOBOAMUTCA LEHTPAJIU30BAaHHO CIIELHaJbHO CO3JAHHOW JJIsl
aTOro cayx60#, KoTOopasi paboTaeT B KOHTAKTe C MeJULUHCKHU-
MU y4YpeXxJeHUsAMHU NepBUYHOro 3BeHa U B MJealsie COTPYJHU-
YyaeT C OpraHU3anUsAMHU ManueHToB [6, 8, 31]. Kackagusblil ckpu-
HUHT CJIeJlyeT MPOBOJUTh C y4eTOM KOHKPETHOH CTpaHbl U Ha-
CeJIEHHOTO NMyHKTa [8]. B MeHee pa3BUTBIX CTpaHaX NPOBEJEHHE
KaCKa/IHOTO CKpDUHHHIA Ha JIOMY IO BBIXOJHBIM JHSIM MOXKET
NOBBICUTH 3PpPEeKTUBHOCTb CKPUHHUHTIA, o6palas BHUMaHHe Ha
BO3MOXKHOCTb 00CJIeZIOBaHUSA JaJbHUX POJCTBEHHHUKOB, KOTO-
PBIX MpPUIJIAIIAeT UHAEKCHBINA MalUeHT.

5.3. HngpopmuposaHue o pucke 6e3 cozaacus
UHOeKCHO020 nayueHma

Eciv WMHJEKCHbIA MallMeHT He COMVIALIAETCS NpeayNnpeuTh
0 pHCKE 4JIEHOB CEMbH, TO BAXKHO MOHATD, KAKHe MPUYUHBI CTOSIT
3a 3TUM OTKa30M, a 0CO6eHHO ceMelHy0 JUHAaMUKY [8, 45, 80, 83].
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PelieHre M3BECTUTb O PUCKe 6Ge3 coriacksi MHAEKCHOIO IalueH-
Ta HeOO6XOJMMO TIIATEJbHO B3BECUTb, IIPUHSAB BO BHHUMaHHe
3aKOHBI 0 KOHQU/IEHIIMAJIbHOCTH B Pa3HBbIX CTPaHaX M peruoHax
[8, 84]. CI' — moTeHIMaIBbHO CMepTeJibHOEe 3a60JIeBaHUE, U eCJIH
B CEMbE eCTb IIPU3HAKH BbICOKOI'O PHUCKA 110 3TOMY 3a00JIEBAHHUIO,
K [IPUMEPY CJIyYau CepAeYHO-COCYJUCThIX 3a60JIeBaHUN B MOJIO-
JIOM BO3pacTe, TO o6palleHre K POACTBEHHUKAM 0e3 MOoJIyuyeHHsI
corJiacusi MOXKeT GbITh BIOJIHE ONpaBjaHo [8, 84].

6. leHeTHYeCKHUIl aHA/IN3

CI' — JOMMHAHTHO HacJieJ[yeMoe HapylleHHe, IPU KOTOPOM
nanueHTsl UMeloT 50 %-Hyl0 BEepOSTHOCTb Nepesjlayl MyTalUuu
KaXXZIOMy M3 CBOUX MOTOMKOB [1-3]. Bosibuias 4acTb cay4aeB
CI' Bo3HMKaeT M3-3a MyTaluMu B reHax peuentopa JIITHII
(LDLR), anosiunonporenHa B-100 (ApoB) u mponpoTerMHKOH-
BepTasbl Cy6THIN3NH/KeKkcuH 9-ro tuna (PCSK9) [2]. [TaToren-
Has MyTalus B O/IHOM M3 3THUX T€HOB OOHApy)KUBAETCs B I0Y-
™ 70 % deHoTunuuecku onpegeneHHbIXx U 20 % dpeHoTHUNHYe-
CKU BepOSITHBIX/BO3MOXHbIX ciay4daeB CI' [79, 85-87]. HoBele
MOJIEKYJIIPHbIE TEXHOJIOTHH, TaKHe KaK MOJHOIK30MHOE CeKBe-
HUPOBaHME, MOTYT IPUBECTH K OTKPBITHIO HOBLIX HEHU3BECT-
HBbIX MyTauu# [88]; 3To MoXKeT ObITh 0COGEHHO aKTyaJbHO AJIs
MaJIOM3y4eHHbIX MHOTOHAI[MOHAJbHBIX momyaanui [89]. Ot-
CYyTCTBHE MATOreHeTHUYEeCKUX MyTalUd NPU HaJW4YUH TeHa, OT-
Beyvarollero 3a BoicOkU ypoBeHb JIITHII, MoxkeT yka3blBaTh Ha
MOJIM3THUOJIOTUYHYI0 NMPUYMUHY TUIIEpX0JIeCTEPUHEMUU U Orpa-
HUYMBATh IIPU 3TOM IOUCK TOJIBKO HOBBIX MyTalUi, BeJYIIHUX
k CI' [90]. Okosio 95 % M3BeCTHBIX MyTalMi HaXOAUTCS B reHe
LDLR, 4-5% — B reHe ApoB u okono 1% — B rene PCSK9
[2, 79]. BoigBsieHHe MyTalMy CpeiU YJIE€HOB CEMbH I103BOJISIET
ycTaHoBUTb AuarHo3 CI [2,5, 6,8, 79]. Tem He MeHee, OTCyT-
CTBUE BBISIBJIEHHBIX MyTallU{ He UCKJo4YaeT AuarHosa CI, oco-
06eHHO ecii GEHOTHUI GOJILHOTO C GOJIBIION Jj0Jied BeposITHO-
CTH yKasbiBaeT Ha Hanuyue CI' [6, 8]. [lig onTHMaJBHOrO HC-
N0JIb30BAHUs pecypcoB MOxHO npeanoxutb /JIHK-ananus
TOJIBKO MHJIEKCHBIM MalMeHTaM, ¥ KOTOPBIX IOKa3aTeJb KpH-
TepueB DLCNS > 5 wiau kputepuu Simon Broome ykasbIBaroT
Ha BeposiTHOCTb CI, 0CO6EHHO y MalMeHTOB C PaHHUM ([0
60 s1eT) pa3BUTHEM CEpZEYHO-COCYAUCTBIX 3a60JIeBaHUN WU
IPY BU3YaJM3aLUOHHOM MOJTBEPXKAEHUH 3HAYUMOI0 CYyOKJIHU-
HUYECKOTO aTepockseposa [8, 58, 85-87].

Ecnu y uHJeKcHOro mnanyeHTa oOHapyXeHa NaTOTeHHas
MyTalus, TO Haubojiee SKOHOMHUYECKH BbIFOJAHBIM, TOYHBIM
Y NpHEMJIEMBIM NOJXOJ0M JJIsl BbISIBJIEHHUS] HOBBIX MAallMEHTOB
OyneT reHeTHdeckud aHanus [78,91]. H3-3a ompeneseHHbIX
3THUYECKUX NPOGJIeM, CBA3aHHBIX C FeHETHYeCKUMHU HCC/Ie/l0Ba-
HUSIMUA HeCOBepLIEHHOJeTHUX [8,92], Jsiydlle Bcero BHauaJe
IPOBECTH HCCJIeJJOBaHUE poAUTesel, UMelIUX GeHOoTUNHYe-
ckue npusHaku CI. O6cnenoBaTh JeTed B MEpPBYH O4yepenb
BO3MOXKHO B TOM CJIy4yae, eC/IM POAUTENHU WU POJCTBEHHUKU
NepBOU JIMHUM HEU3BECTHbI WU yMepsH [8, 92] wiaum ¢ corya-
cUs poAUTesel, YTO ABJAETCA O6bIYHOM NMPAKTUKOM CKPUHHUH-
ra B psjie cTpaH, B yacTHocTH B Hupepsangax [68, 69]. Cemeii-
Hbli reHeTU4YeCcKuM aHasu3 Ha CI' go/mkeH KOOpAMHUPOBATHCS
CreLraJTu3upPOBAHHOMN CIYK60U C MpoBeJleHUEM HEOBXOAUMOTO
00y4YeHUs] U KOHCYJbTUPOBAHHUS KaXKJOro M3 06C/Ie[yeMbIX
[5, 6, 8, 33]. 11 mosty4eHust NpoGBI HA aHAIU3 Y JieTel He 00s-
3aTeJIbHO 6paThb KPOBb M3 BEHBI, JJOCTATOYHO B3fATb OOpaser]
CJTIIOHBI WJIM COCKOG CIM3UCTOM 000JIOUKH Iekd [8].

lenetuyeckuil aHanu3 Ha CI' uMeeT mepBbIM YpOBEHb [10-
Ka3aTeJIbHOCTH, YTO FOBOPUT O €ro NMPUTrOAHOCTH K NpUMeEHe-
HUI0 B KJIMHUYecKo npakTtuke [93]. Ero ciesyer mpoBoguTh
B CepTUOULMPOBAHHBIX 10 JaHHOMY BHUAY HCCJIELOBAaHUH Jia-
60paTOPHsAX, KOTOPble CBOEBPEMEHHO BBINOJIHAT aHAJIU3 10 3a-
MpoCy NMpaKTUKyomux Bpader [8]. [us renoB LDLR u PCSK9,
a TakXe JJis peJieBAaHTHOW 4acTU 3K30HOB 26 u 29 rena ApoB
[85-87, 94] HE06XOAKMMO MPOBECTH MOJIHBIN JaJlbHEUIINH aHa-
JIM3, BKJIIOYAIOIMHA TOYEYHble MYTallUM, BCTAaBKU W JeJIELHH.
JlloasiM ¢ BbICOKOH BeposTHOCTbI0 CI, HO C HeBBbISIBJIEHHBIMH
GYHKIMOHAJBHBIMU MYTAaLUAMH CJleJlyeT NMPOBECTH CKPUHUHT
GOJIBLITUX MEPECTAaHOBOK C HCIOJb30BAHUEM MYJIbTHILJIEKCHON
aMnIMUKaLUK JUra3HocBsA3aHHbIX 1po6 (MPLA) [95]. CepTu-

duLMpoBaHHbIe 1Aa60PAaTOPUU TEXHUYECKH CIIOCOOHBI OLEeHUTb
U KiaccudULUpOBATh BbIsBJIEHHbIE FeHHble MyTallMM WM Ba-
pHAHTBI KaK MAaTOreHHble (MyTalMu), ABHO HeNaToreHHble (J0-
OpoKayeCTBEeHHbIH BapHaHT) U C HeOoNpeZeseHHOW 3HaYMMO-
CThbI0O (BapWaHT HeomNpeJe/eHHOW 3HAYMMOCTH); Ha JAaHHBIA
MOMEHT onucaHo 6oJiee 1200 reHeTHUYeCKHMX BapUAHTOB reHa
LDLR, Ho TosbKO 79 % oOLleHMBAIOTCA Kak NaToreHHble [96].
B wupeane mpounecc CKpUHMHra Ha TreHeTHYeCKHe MyTallUH,
BKJIOYAIOIMI MOATBEpK/IeHHe BbISIBJE€HHbIX TeHeTHUYeCKUX Ba-
PHAHTOB, OLIEHKY NMaTOreHHOCTH U MOJATOTOBKY OQHUIIMAIbHOIO
OTYeTa, He AOJKEH 3aHUMAThb GoJibile 3 Mec. [8]. Tem He MeHee
y 30% nanueHTOB C KJIMHUYeCKU NoATBepxAeHHoN CI' myTa-
LUK MOTYT He o6Hapy:kuBaThcs [79, 85-87]. ¥ Takux 60JbHBIX
MHOTOYMCJIEHHble TeHeTHUYeCKHe BapHaHThbl, KOTOpble OKa3bl-
BAIOT BJIMSIHME HAa MeTab0JIM3M XOJIeCTepHHA, B3aUMOJeHCTBY-
10T, opmupys cdeHokonuto CI' [90], mpuyeM reHeTHUYECKUH
CKPHMHUHT YJIEHOB UX CEMbU OKakeTcs1 6ecrnosie3HbIM. COOTBeT-
CTBEHHO, B He6GOJIbIIOM KOJIMYeCcTBe ceMel JUarHOCTHKA J0JDK-
Ha NPOBOAUTLCA PEeHOTUNHYECKHU C ONpejesleHUeM YPOBHS XO-
nectepuna JIITHII. Cnenuduyeckrue pedepeHCHble UHTepPBaJIbI
Ji11 GOJIbHBIX C BBICOKOM M HHU3KOH BepOATHOCTbIO 3ab6oJieBa-
HUS U C HeollpeJieJIeHHbIM JJUarHO30M JIOJ/DKHBI OBITh ONpejie-
JIEHBbI B KQXK/I0M CTpaHe NMpHU 06C/IeJ0BAaHUH MALMEHTOB C U 6e3
CI' [71]. OueBUAHO, UTO JieyeHUE OGOJIBHBIX JJOHKHO OMUPATHCS
Ha ypoBeHb JIMIHKJOB B IJIa3Me U OOILYI0 OLIEHKY pHCKa cep-
JIe9YHO-COCYAUCThIX 3a60JIeBaHUH, a He Ha pe3y/bTaTbl T€HETH-
YecKoro aHasiu3a [6, 8,9, 61].

7. JleueHHUe B3POCJIBIX

B TedeHue Bceit xku3Hu nauueHThl ¢ CI' moJBep:KeHbl Cpej-
HETSDKEJIBIM U TSKEJIbIM aTepOTeHHbIM 3bdeKTaM XosecTepu-
Ha JIITHIT [54, 67]. 3To sIBNseTCA OCHOBAaHWUEM JJisI UHTEHCHUB-
HOT'O MOXU3HEHHOTO JIeYeHHUs C JIeTCKOTo Bo3pacra [19-21, 97].

7.1. Xonecmepun JIIIHII: yesesvle yposHU unudos

KoHkpeTHBIe mokasaTe/siM L|eJIeBOr0 YpOBHSI XOJecTepuHa
JITTHIT B mutasme ajis1 60sbHBIX ¢ CI' He onpenesensl [6-11, 13]
BBU/JY OTCYTCTBHUS Jl0Ka3aTeJbHON 6a3bl [97, 98]. U3snoxeHHbIE
HIDKe peKOMeHJAlMU COCTaBJeHbl Ha OCHOBAaHUM JAaHHBIX pas-
JIMYHBIX MEXAYHAapOAHBIX PYKOBOACTB [6-13, 22, 60, 51]. ¥V re-
TEpPO3UroTHbIX 60/bHBIX CI' Tepanusa HampaB/eHa [6-9] B nmep-
BYI0 oyepeJib Ha CHWXeHHe ypoBHA xoJsiectepuHa JIITHII xora
Obl HAMOJIOBUHY Y 3aTe€M Ha JIOCTH)KeHHE YPOBHA < 2,5 MMOJIb/ /1
npu otcyTcTBUM UBC M MHBIX 3HAYMMBIX (GAKTOPOB pHCKa
U < 1,8 MMosb/ a1, ecnu uMeroTcst ¢pakTopsl pucka 1 UBC [10-12].
B suTepaType 6blIM ONMCaHbl TPU LieJIEBBIX YPOBHSI XOJIecTe-
puna JIITHII [8] c yyeToM cTpaTudukanuu ¢pakTOpoOB pUCKaA, HO
OHM He OBbLIM IMOBCEMeCTHO NpHUHATHI [98]. Bpems 3a6oJieBa-
HUM, CBSI3aHHBIX C BBICOKUM ypoBHeM xoJsiecTepuHa JIITHIIL, vimn
CyMMapHOe He6JlaronpusTHOe BO3JeHCTBHE CJeJyeT paccMa-
TPUBATh KaK OCHOBHOM (aKTOp pUCKa, TPeOYIOUIMH MpOBee-
HUs 60Jiee MHTEHCUBHOTO U/WUIK GoJiee paHHero JiedeHus [52].
TeM He MeHee [OBOJIBHO CJIOKHO JOCTHYb LieJIeBbIX MOKasaTe-
et ypoBHs1 xosiecteprHa JI[IHII y 6osbIIMHCTBA MalMEHTOB
¢ CI' c ucrnosib30BaHUEM JIOCTYIHBIX HA CETOJHAIIHUN JeHb Me-
TofoB JsiedyeHus [5,8, 18], moaToMy mparMaTUYHBIM MOJXOZ0M
MOXeT OBbITb CHWXXeHHe YpoBHA xoJiecTepuHa JI[IHII ¢ momo-
IbI0 MaKCUMaJIbHO NepeHOCUMbIX [Jl03 IpenapaToB, 0COGeHHO
y GOJIBHBIX U3 IPYNINbl BEICOKOTO prcKa. COOTBETCTBEHHO, y To-
MO3UTOTHBIX NALMEeHTOB cjefyeT cHWxaTb yposeHb JIIIHII, Ha-
CKOJIBKO 3TO BO3MOXHO [8, 32, 65], c yueToM fgajbHEHIINX pe-
KOMeH/Jallui M0 UCI0JIb30BaHUI0 adepesa JUIONPOTEUHOB. [l
6oJsibHBIX ¢ CI' He ompe/iesieHbl IieieBble YPOBHU amoB u xosie-
crepuna He-JI[IBII [8], ogHako cielfyeT HCHOJIb30BaTh LEJH,
pa3paboTaHHble APYTUMHU 3KCMEePTHBIMU IPyNNaMH, JJis COMyT-
CTBYIOLLIETO MeTab0JM4eCKOr0 CMH/APOMA WJIM CaXapHOro Jiua-
6era [12-14,60,99]. LleneBoit ypoBenb JIlI(a) ompexneneH
B pas/IMYHbIX paboTax, HO JaHHble O ero MPUMEHUMOCTH IpHU
Cl' orpaHuuens! [49]. Mbl He BUJUM HEOGXOAUMOCTH MpOBeJe-
HUsl BU3YaIMU3UPYIOLIUX HCCIeL0BaHUM cepAlia U COCYy[0B, KPO-
Me Kak JJis1 06c/ie/JoBaHUs CUMITOMaTHYeCKUX MalUeHTOB WU
nanueHToB ¢ romo3urotHoi CI' [8].
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7.2. H3ameHeHue 06pas3a MHCU3HU U KOHMpOo/ab hakmopos
pucka, He C8A3QHHbLIX C X0/1eCMepuUHOM

Bcex nanuenToB c¢ CI' He06XOAMMO NPOKOHCY/JLTHPOBATH
B OTHOIIEHWU U3MeHeHUs o6pasa xusHu [6-14, 100]. Jsa kop-
pekuuu JunugHoro npodusasa miaadmbl [101-103] Heob6xoAMMO
M3MEHUTb PaljMOH MUTAHUSA: CHU3UTh NMOTpebJieHHe HacbIlleH-
HBIX )KUPOB, TPaHC-HEHACBILEHHbIX )KHUPOB U X0JIECTEPUHCOAEp-
KalX NpoAyKToB. CiefyeT peKOMEeHJ0BaTb KapAHOIPOTEK-
TUBHYIO JJUETY U PeryisapHoe ynorpebseHne B NUILY GPYKTOB,
OBOIIleH, KpyN U3 IeJIbHOTO 3epHa, OPEXOB, MOJIOYHBIX MPOAYK-
TOB C HU3KUM CO/IepKaHHEM KUpPA WM 06e3XKUpPeHHbIX, 6060-
BBIX, pbIObI U HexupHoro Msica [104]. CienyeT o6paimaTh BHU-
MaHHe NalyeHTa Ha HeoOXOJUMOCTb YMEPEHHOro ymnoTpebJie-
HUSl aJIKOTOJIs, a NpU HaJIUYUHM IICHUXOJIOTHYECKOro CTpecca
[8,46] pexoMeHIOBAaThb KOHCY/AbTALMI0 y cnenuanucra [103].
XoTs cpeJuM3eMHOMOpPCKas JAHeTa, BKJIOYamlasd HepapuHUpO-
BaHHOE OJIMBKOBOE MAacC/JO WJIM OPEXH, MOXKET O0Ka3aThCs 0CO-
6eHHo moJsiesHoM mpu CI' [105], oHa He Bcerga HIpUMeHHUMa
B CUJIy KYJIbTYPHBbIX 0COGeHHOCTeH. [locTeneHHO CHU3UTh Ypo-
BeHb xosiectepuHa JI[THII cnoco6HO BKJ/IOYEHHE B AUETY pac-
TUTEJIbHBIX CTEPOJIOB WU cTaHoJoB [106].

Heo6X0AMMO MOJIHOCTBIO HCKJIIOYUTBH MACCUBHOE HWJIM aK-
THUBHOe KypeHHe. 06JIerYUTh OTKAa3 OT KYPeHHs MOTYT HHKO-
TUHOBbIE 3aMEHHUTEJU WM IpernapaThbl, KOTOPble YMEeHbIIAIOT
noTpe6bHOCTh B HUKOTUHE [11]. Takxke cieayeT GopMUPOBATH
HEraTUBHOE OTHOLIEHHE K MACCUBHOMY KYpeHHIO y BCex 4Jie-
HOB ceMbH. He06X0iMM KOHTPOJIb apTepUaJbHON TUIIEPTEH3UU
COrJIaCHO UMewuMcs pykoBogcTBaM [107]. [lanueHTOB ¢ 0XKu-
peHHreM H/WIN WHCYJUHOPE3NCTEHTHOCTBIO CJIeJlyeT KOHCYJIb-
THUPOBATb OTHOCHUTEJBHO CHMKEHHUS MacChl Tesa U BKJIIOUYEHUs
B pPEeXUM a’spobHbIX ympakHeHu# [8,101-103,108]. Ipexae
YeM NPUCTYNUTb K YHPKHEHUSIM, HEKOTOPBIM GOJIbHBIM I10-
Ka3aHo o6cseoBanue ¢ Harpy3kol (IKI, IxoKI, paguounsoromn-
Has nepdysroHHAsA CUUHTUTrpadHUs) AJA OLLEeHKH KapJuaJbHOU
OYHKIIMM W BBIBJIEHHS CKPbITOW HIIEMUM MHOKap/a
[11, 45, 109]. Tepanus caxapHoro AuabeTa TakXe JOJDKHA MPO-
BOJUTHLCS COIVIACHO YTBEPXKAEHHBIM pyKoBoAcTBaM [110].
AcnivpyH B HHU3KHX [j03aX /JO/DKEH Ha3HA4YaTbCsl NalMeHTaM
¢ CI; BXoAALMM B IpyNIy BBICOKOTO PHCKA, U paccMaTpHUBaTh-
csl y mauueHTOB HU3KOro pucka [8, 11, 97].

7.3 MedukameHmo3Hasi mepanus

OcnoBa sedenusi CI' — Tepanusi BbICOK03$PEKTHBHBIMU
CTaTUHAMH, Ha3Ha4aeMbIMH B MaKCUMaJbHO NePEHOCUMBIX [0-
3ax, B TeueHHe 6 MeC. C MOMEHTa MepPBOM KOHCY/JbTaLUHU [6-
9, 13]. CTaTUHBI CHWKAIOT PUCK CEPJlEYHO-COCYAUCTBIX OCJIOXK-
HeHuH [111-116], 3aMeAIAI0T pa3BUTHE aTepocKJepo3a NpHU
CI' [57], xpoMe TOro, UX NMpUMeHeHHE IKOHOMHYECKH 3ddek-
TUBHO [78,117,118]. YacTo B KauecTBe BCIIOMOraTeJbHOU Te-
panuu MOXeT MOTPe6OBaThCS 33€TUMUO, CEKBECTPAHTHI KeJTd-
HBIX KHCJIOT, PaCTUTeJIbHble CTaHOJIbl/CTePOJIbl U HUALMH (KK
ero mpousBojHble) [21,119-123]. UHorga A/l AOCTUKEHUS
LesieBoro ypoBHs xoJiectrepuHa JIITHII 60oabHBIM TpebyeTcs Ha-
3HayeHue Tpex U 6oJiee MPenapaTos, YTO OCOOEHHO BAXKHO JJIf
BTOPUYHOHN mpodunakTuky [8, 18, 123]. Ilpu runeprpurnnne-
pUZIEMHUU MOXET OBIThb IeJIeCO06pa3HbIM HCI0JIb30BaHUE ¢e-
HodubpaTa WM OMera-3 KUPHBIX KUCJAOT (pbIObETO KUpa)
[13, 100]; ecnu He ymaeTcs JOCTUTHYThH LieJieBbIX YPOBHEH Xo-
necrepuHa JIIIHIT w JIlI(a), cieayeT [06aBUTh HHUALUH
[49, 122]. B Anonuwn, Kopee n Kurtae npuMeHsAIOT Mpo6yKoaT —
MOIHBIA AHTHOKCUAAHT, KOTOPBIH, HECMOTPS Ha CHW)XXeHHue
ypoBHs JIIIBII, cnocob6eH yMeHbIIAaTh KCAHTOMbI U CHHXKATh
YaCTOTY CEPAEYHO-COCYUCTBIX COObITUN mpu CI' [124].

JbdeKTUBHOCTb CTAaTUHOB, 33eTUMHOA U CEKBECTPAHTOB
»KeJTYHBIX KHCJOT OCHOBaHAa Ha CTUMY/JMPOBAaHUHU DPeLeNTOpPOB
JITIHIT B mevyenu [41]. C y4eTOM TOro 4YTO y MalMeHTOB C TO-
Mo3uroTHo# CI' HaG/0jaeTcsl CUJIbHOE CHIDKEHHE WJIM MOJIHOe
npekpaimieHde ¢QyHKIUOHUpOBaHUsA penentopa JIIHII, onu
OYeHb XOPOUIO pearupyrT Ha Tepalqio, HalpaBJeHHYH Ha
CcHIKeHUe ypoBHA xojiecTepuHa JI[THII [32]. CTaTUHBI U 33€THU-
MUO MOTYT yMeHblIaTb ypoBeHb xoJiecTepuHa JIITHII y nanu-
€HTOB C romMo3uroTHo# CI' myTeMm cHMKeHHMS ceKpeluu amoB

neyeHbto [32,125], oAHAKO Takue MalMeHTbl 0OGBIYHO HYXKJa-
10Tcs B apepese [32, 65]. Y roMO3UTOTHBIX NAIlUEHTOB C HyJle-
Boi myTtanueit LDLR (dyHKuusa < 2% oT HOpMBI) MeJMKaMeH-
TO3Hasl Tepanus MeHee 3QPeKTHBHA M NMPOrHO3 3a60JIeBaHUSA
y HUX Xy’Ke, 4eM y NnanueHToB ¢ JedeKkTUBHON MyTanueit LDLR
(dynknusa 2-25% ot HopmMbl) [32]. Ecim HeT BO3MOXKHOCTU
npoBeJieHUs1 adepesa, clelyeT pacCMOTPETb JONOJHUTENbHYIO
Tepanuio JoMuTtanuioM [126] wiun MunomepceHom [127] pus
JlaJibHeHlIero cCHuxeHus ypoBHs xosectepuHa JIIIHII ¢ yyeTom
HaJINYHMsl PETUCTPALMU B CTPAHe U HAJWYUS MPOTPAMM CIIEelU-
aJpHOro goctymna. XoTs JaHHble IpenapaThbl IOKa3ajad CBOIO
6e30MacCHOCTb B HCCJEJO0BAHUAK, YTO IO3BOJIMJIO MOJYYUTh
ofo6peHHe Ha HX MCIOJb30BAaHHE, ONBIT HMX IHMPUMEHEHUs
B KJIMHUYECKOH NpPaKTHUKH ellle He HAKOIJIEH U HeoOX0LHMO
TIIATeJbHOE CJe/loBaHHEe pEeKOMEeHJAlUAM IPOU3BOJUTEN
Y TpeGOBaHUAM OPraHOB, PETYJHPYIOINX 060POT JIeKapCTBEH-
HBIX CPEJICTB.

Ba)kHO 00ecrne4YuTb NPHUBEPKEHHOCTh BCeX manueHToB ¢ CT
pPEKOMEH/I0BAaHHBIM peXXHMaM JieyeHus. [laliieHToB HeO6GX0ANMO
MIPOKOHCYJILTUPOBATb 060 BCeX acleKTax JiedeHus [8, 128, 129],
BKJIIOYAsl MpejocTeperamiyie CUMITOMbI TOKCHYECKOTo Jiei-
cTBUA npenapartos [128, 129].

7.4. Bo3amooicHasi mokcuyHOCMb /1eKapCmeeHHbIX
npenapamos

Bce xoJiecTepUHCHHKAIOLIME MpernapaThl CUCTEMHOTO JeH-
CTBUS 00J1aJJal0T NMOTEHLUAJbHBIMU TeNaTo- U MUOTOKCHYHBIM
addekramu [121, 122], X0TS Ha MPAKTHKE BEPOSTHOCTb UX BO3-
HUKHOBEHHS HHUYTOXHO Maja. C y4eToM TOro 4YTo OOJIbLIMH-
cTBo maunueHToB c CI' mosyyaeT fABa M GoJsiee mpemnaparta
[8, 13,18, 120], cymecTByeT NOBBIIIEHHbIA PUCK MOGOYHBIX -
$eKTOB MO CpaBHEHUIO ¢ MOHOTepanued. Heo6xonumo ompeze-
JINTh YPOBEHb NeYEeHOYHbIX aMUHOTpaHcdepa3 mepes HauyaJIoM
Tepanuu cratuHaMmu [130]. Ecii MMeroTcsl OTKJIOHEHHS 6a30BO-
ro ypoBHs GepMeHTOB, paccMarpuBaeTcsa Y3U nedyeHu. 3Hauu-
TeJIbHOE KOJIMYECTBO MAILMEHTOB B PA3BUTBIX U PAa3BUBAKOLIUX-
csl CTpaHaxX, HYyXJamlrecss B MeJUKaMeHTO3HOM JIEYeHUU, UMe-
I0T WHCYJIMHOPE3UCTEHTHOCTb U cTeaTo3 mneyeHU. OcoGeHHO
TIATeJIbHO HY?>KHO KOHTPOJIMPOBATh YPOBEHb IJIIOKO3bI B IJIa3-
Me y BCeX MaljeHTOB C NOBBILIEHHNEM IVIIOKO3bI KPOBH HATOLIAK
[131], a Takke y manueHTOB C paKTOpaMH PHUCKA CaXapHOTO
JArabeTa 2-ro THIIA, BKJOYass MeTabosnueckuit cunzapom. Ilpu
Ha3HAYeHUU CTAaTHHOB HEOOXOAMMO KOHTPOJIMPOBATb YPOBEHb
aMUHOTpaHCcdepas B IJa3Me C Yy4eTOM HeJJaBHUX pPeKOMeHJa-
nuid FDA, mpeAnuchIBalOIIMX Ha3HAyaTh 3TOT aHANM3 TOJIBKO
pY KJIMHUYECKON Heo6X0AMMOCTH, HO He B KaueCTBe PYTUHHON
npoueayps! (http://fda.org/Drugs/DrugSafety/ucm293101.htm).
CrefiyeT OTMEHUTD JIMIUOCHKAKOLIME NTPenapaThl, eC/IU B Te-
YeHHe Mecsla ABaXAbl MPOUCXOAUIO TPOEKpPAaTHOE MpeBbllle-
HUe BepxHed IpaHUIlbl HOPMaJIbHOTO YPOBHSI aMHUHOTpaHCde-
pa3. B aToM ciyyae pekoMeHAyeTCsl MepecMOTPETh PEXUM Jie-
YeHWs W HA3HAYUTh MNalMeHTaM JApyrve CTAaTHHBL, a 3aTeM
MOCTENIEeHHO BEpPHYTh MNpEeXHUH IpenapaTr IMof TIaTeJbHbIM
KOHTPOJIEM YPOBHsI aMHUHOTpaHcdepas mia3Mbl. U MunomepceH
Y JIOMUTANU/J COJEpPXKaT B UHCTPYKUUM HpeaynpexaeHue FDA
0 BO3MOXHOH TremnaToOTOKCUYHOCTH Ipenapara.

BrI3biBaeMasi CTaTUHAMU MUAJTHs SIBJSIETCS BaXKHOH MpO-
6s1eMol mpu ambOysaTopHOM JyiedeHUH CI. MTHTEHCHBHOCTB 3TOTO
Mo604YHOTO 3dpdeKTa passnyaeTcsd y pasHbIX CTATUHOB U 3aBU-
cuT oT Jo3bl [132,133]. [laneHTOB Heo6XOAMMO MHpeAaympe-
JUTh O NpPU3HAKAX MHUOMATHUH U pabaoMHuoJin3a. [[0BbILIEHUIO
pHCKA MUONATHUU CIIOCOGCTBYIOT MOXKUJION BO3pacT, o61as cjia-
60CTb, 06lllee CHM)KEHHE CKeJIeTHOW MBIIIeYHOW Macchl, XpOHU-
YyecKkre 3a60JieBaHHUsI OYEK, TUIIOTUPEO3, AJIKOT0JIU3M, [IPeAIIo-
JlaraeMble MblllleYyHble 3a60JIeBaHUsI U B3aUMOJIEHCTBUE JieKap-
CTBEHHbIX TnpenapatoB [133,134]. Jlo Havajsa JiedeHHUs
Heo6xoAUMO omnpeeauTb ypoBeHb KOK u mpoBecTu TijaTesb-
Hoe ¢usuyeckoe o6cief0BaHUE OOJIbHOIO, YTOGbI BBIIBUTH
MHONATHU U apTPONATHH, He CBSI3aHHbIE C MIPUEMOM CTAaTHHOB
[133, 134]. IIpu nosiBJIEHUM MBIILIEYHBIX CUMIITOMOB Y HaljieH-
TOB, IOJIYJaIOI[UX CTaTUHbI, UX TaK)Ke HE0OX0AMMO BHUMATE/b-
HO 00cC/ae/l0BaTh, ONpeJAeJUTh YpPOBEHb KpeaTUHKHWHA3bI
B MJa3Me U B HCKJIIOUUTEJbHBbIX C/ydasX MPOBECTH 3JIEKTPO-

IIpy DUTHPOBAaHMHU 3TOH CTATBM MCHOJIB3YyiiTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.




10 Ilepesedero u3 sxcypHaaa: International Journal of Cardiology 171 (2014) 309-325

MUoOrpapuio U HampaBUTb HAa KOHCYJbTALUI0 K CIELUATUCTY
[133, 134]. He cnepyeT Ha3HavyaTh reM¢opu6pO3UI OJHOBPEMEH-
HO co craTuHaMu [132-134], puCcK MUONATHH 3HAYHUMO HIDKE
npu HasHauyeHuH ¢peHodubpara [135, 136]. Muonartuio, pa3BuB-
myoocs Ha $oHe MpuUeMa CTAaTHHOB, CJAeJyeT JIeYUTh COIJIACHO
pekoMeHJauusaM skcnepToB [60, 133, 134, 137]. 3Te3aumutb xo-
polIO MEPEHOCHUTCS NMALMeHTaMHU WM I03BOJIAET CHU3UTH 03y
CTaTUHOB NPU OJHOBpeMeHHOM Ha3HavyeHuu [119, 120]. Cekse-
CTPAHTBI >KEJYHBIX KHCJOT MOTYT BbI3bIBaTb 3allOp W HENpH-
STHbIE OIIYIIEHUs B ’KMBOTE, a TAaK)Ke HAPYLIAIOT BCAChIBaHUE
AQHMOHHBIX NpPenapaToB U XUPOPACTBOPUMBIX BUTAMHUHOB; HaU-
Jlydlieid MepeHOCHUMOCTbIO 06J1aJlaeT KoJieceBesaM [121, 138].
HuanuH BbI3bIBaeT THIEPEMHIO KOXKHU JIMLQA, & TaKXKe JApyrue
no604HbIe 3QPEKTDI, I03TOMY Y NALMEHTOB, MOJIyYalLUX 3TOT
npenapat, HeO6X0AUMO C/IeJUTh 32 BO3MOXKHBIM IOBBIIIEHHEM
YPOBHSI MOYEBOW KHCJOTHI U IJIIOKO3bl B ChIBOPOTKE U CHIDKE-
HUEeM KoJIMuecTBO TpoM6GouuToB [139]. HuanuH B KoMOUHALMU
C JIApONUNPAHTOM (IpernapaToM, yCTPaHSIKUM (Jiell-CHHAPOM)
IoKasaJl HeGJIaronpUsiTHble UCXO/bl BO BpeMs HEZIaBHUX HCCIle-
noBaHu# [140] ¥ uU3BAT U3 KOMMepyeckoro obopota. Ilanuen-
ThI JJO/DKHBI COO6IIATb O PasJIMYHBIX HOBbIX Me/lMKaMeHTax, Ha-
3HaYaeMbIX JPYTUMH MeJUIMHCKIMU pabOTHUKAMH, YTOOBI MU-
HUMHU3UPOBATh PHUCK MeXJIeKapCTBEHHBIX B3aWMOJeHCTBUI
[121, 136]. BonbHBIM CO CHXKEHHOU KJIYGOUYKOBOUM PUIbTpaALIU-
el MOXEeT NoTpe6GOoBaTbCs KOPPEKUMs [JO03bl JIMIIHL0CHMKAI-
IMX [pernapaToB (HampUMep, HEKOTOPBIX CTaTHHOB WU H-
6paroB) [121]. [Ipu XpoHHYeCcKHUX 3a60JIeBaHUSX OYEK KOPPEK-
IIMM 103 CTAaTUHOB, 3KCKPETHPYEMBbIX 4Yepe3 MOYKH JIMIIb
B HE3HAYUTEJbHOM KOJIMYECTBe, HAmpUMep aTopBacTaTHHA
u ayBacraThHa, He TpebyeTtcs [121, 130, 141].

7.5. XeHwuHbl: kKoHmpayenyus,, 6epemMeHHOCMb
U 20pMOHOMepanusi 8 MeHonayse

Jusa nmauveHTok ¢ CI' nmpesloOYTHUTE/NbHBI TaKUe CIOCOGHI
KOHTpaLeNLMH, KaK opajbHble KOHTPALENTHUBLI, COJeprKalline
3CTPOTeH B MaslbIX /103aX, BHYTPUMATOYHbIE CIUPAJIH, a TaKxkKe
GapbepHble MeTO/bl KOHTpanenuuu [8, 22, 142, 143]. Iocnen-
HYe JiBa BapHaHTa NpeANOYTHUTENbHbI /s NallMeHTOK cTaplie
35 sieT [8]. Bce eHIUMHBI U JIeBYLIKH JeTOPOJHOr0 BO3pacTa
JIOJDKHBI €KEro/IHO I0JIy4aTh PEKOMEHJALMH O NOAXOASIEM
crnoco6e KOHTpaLeNLUUU M KOHCY/IbTAlMI0O B MEPHUOA J0 Oepe-
MEHHOCTH 10 HayaJsla Tepanuu ctaTuHamu [8, 142, 144]. [Ipuem
CTaTHHOB U NPOYUX CUCTEMHBIX JIMIIMLOCHWKAOLIUX Mpenapa-
TOB CJie[lyeT NMpPeKpaTUTh 3a 3 MecC. [0 3a4aTHs, a TaKXe Ha
nepuoj, 6epeMeHHOCTH W JakTauuu [8, 142]. Tem He MeHee
)KEHI[MHAM, He3alJIaHHPOBaHHO 3a6epeMeHEeBLIMM BO BpeMsi
JIe4eHHUs] CTaTMHAMM, HEO6XOJMMO COOOLIUTh O HU3KOH Bepo-
SITHOCTH OCJIOKHEHHWH A1 miofa [8, 144].

Upe3BbIYallHO Ba)KHO KOHTPOJIMPOBATb YPOBEHb X0JIECTEPH-
Ha y 6epeMeHHbIX c noaTBep:xaeHHod UBC [8,9, 22], Tak kak
3TO NOMOXET CHU3UTD TsKeCThb NposiBieHui CI'y geTel, yHac-
JlelOBaBLIMX JJaHHOe 3a6osieBaHUe [145]. CekBeCTpaHThI KeJly-
HBIX KHMCJIOT — eJMHCTBEHHble 0e30macHble IpenapaTbl JJs
Ha3HayeHUsl GepeMeHHbIM >KEHIIMHAM JJsi KOHTPOJIS THIepXo-
sectepuHeMud [8, 9,121, 146], omHako OHU 06eCcHeYHBAIOT
JIMIIb YMEpeHHOe CHMIXKeHHe YpoBHA xoJsiecTepuHa JIITHII, mo-
IyT BbI3BaTh HapylleHWs BCAChIBAaHHUS >KHPOPACTBOPUMBIX BH-
TaMUHOB U NI0GOYHbIE SIBJIEHUS] CO CTOPOHbI XKeJIY0YHO-KHIIey-
Horo TpakTa [121, 138]. KosieceBesiaM nepeHOCHTCS Jiyyllle, 4eM
Gosiee CcTapble CEKBECTPAHTBbI KeJYHBIX KHUCJIOT. B mepuopn
KOPMJIEHHUS TPYJbI0 MOXKHO 10 MOKa3aHMAM Ha3HA4aTb CeKBe-
CTPaHTBHI KeJIHBIX KUCJIOT JIJIsl CHYDKEHHUSI YPOBHS X0JIeCTepHHA
JITIHIT [8, 22]. B HacTosiiiee BpeMs HEOOXOAUMO 6OJIbLIE JaH-
HBIX 10 UCX0JjaM GepeMeHHOCTH y nanueHTok ¢ CI' U BIMSHUIO
CTAaTHUHOB Ha ILIOZ B MepBOM TpuMecTpe [144] u pekoMeHyeT-
¢ co3JaTh COOTBETCTBYHOLIMHI peectp [8]. [l GepeMeHHBIX
c retepo3urotHod CI' u noxgrBepxgennond UBC, a Takxe y na-
UEHTOK ¢ romo3urotHou CI' cienyeT paccMOTpeTb BO3MOXK-
HOCTb NpoBefeHus adepesa [8,9, 22, 65, 146].

Ecnu oguH waun o6a mapTHepa crpajawt CI, usbexxaTb Ha-
snynst CT' y peGeHKa MOTYT NO3BOJIMTH C/eAyIOLIMe BapUaHTbI
IJIAHUPOBAHHUA CEMbH: OTKa3 OT JeTOPOXKJEHHs, YCbIHOBJIEHHE,
WCI0JIb30BaHHE JIOHOPCKUX TI'aMeT, NpeHaTa/lbHas JUarHoCTHUKa

C B3ITMeM NPOG6bl BOPCUH XOpHOHA MM aMHUOLIEHTe30M U Ipe-
UMIUIQHTAllUOHHAsA TeHeTH4YecKas JAuarHoctuka [8]. Taxxe
MOKa3aHa KOHCY/bTAlUsl COOTBETCTBYIOLIUX CIEeLHaIUCcTOB [8].

BiuaHne 3aMecTHTe/NbHOW TOPMOHA/JBHOM Tepamnuud Ha
puck UBC y xenmun ¢ CI' B mocTMeHonayse OCTaeTcs Hesc-
HbIM. Ha ocHOBaHMM JAaHHBIX AJA JPYTUX NONyJAsLUN clefyeT
u3beraTb 3aMeCTUTeJbHOW FOPMOHAIBHON Tepanuu B MeHoMNa-
y3e y xeHIMH ¢ C[, KpoMe HEOOXOUMOCTH 00JIer4eHUs] MEeHO-
naysa/JibHbIX CUMITOMOB, C KOTOPBIMU He yJlaeTCs CIPaBUTbCA
0e30MacHbIMM HATypaJbHbIMU cpejcTBaMu [22, 147, 148],
B IOJOOHBIX CJAy4YassX NPUMEHSIOT LUKJIWYeCKHe TpaHCAep-
MaJIbHble 3CTPOTEHBDL.

8. JleueHue AeTel U MOAPOCTKOB

O6uenpyU3HaHHO, YTO HET HeO6XOAMMOCTH J06HUBATHCS
y JleTed TaKMUX 2Ke HM3KHUX LieJIeBbIX yPOBHEH XoOJleCTepUHA
JITIHII, kak y B3pocawix [8,9,19,20,22,76]. B omiuuue oTt
B3pOCJIbIX /Il JleTell HeT AO0CTOBEpPHBbIX JaHHBIX 06 abCoJIOT-
HBIX WJIM OTHOCHUTE/IbHBIX LleJIeBbIX YDPOBHSIX XOJIeCTepHHa.
Mex)yHapoAHble pYKOBO/JCTBA He eJUHbI B CBOMX pEKOMeH/a-
nusx [8, 9, 19, 20, 22, 76]. PaHHee Haya/0 X0JeCTEPUHCHMKA-
I0llell Tepanmuyu MOXeT CYIeCTBEHHO M3MEHUTb eCTeCTBEHHOe
TeueHue CI' [54, 67, 111-115, 149]. U xoTa cucTeMaTh4yecKue
0630pbl MOATBEPXKJAIT 6e30NacCHOCTb NMPUMeHeHUsl 0J00peH-
HBIX CTaTUHOB y AeTel [150, 151], gosroBpeMeHHble MOCIEA-
CTBUSI NPUMEHEHHUs] BBICOKHX Jl03 CTaTHHOB ITOKa He fACHBI.
B cuny atoro TpeGylOTCA AOMOJHUTENbHbIE HCCIeA0BaHUS
NpUMeHEeHHUsI CTAaTHHOB B paHHeM Bo3pacte [152, 153] c ak-
LIeHTOM Ha CO3/laHHe COOTBETCTBYIOLIEr0 MeX/YHapOAHOI0 pe-
ectpa [154]. lleneBbIMM 3HAuYeHUSIMU YPOBHSA XOJieCTepHHa
JITTHIT B msiasMe ciaefyet cyuTaTh < 4,0 MMOJIb/J [ JeTel
8-10 sieT u < 3,5 MMouib/a1 ass petert crapue 10 Jet [8, 19, 20,
22, 66, 67, 74, 149, 152]. lleneBble oKa3aTe U AJ51 MaJbIYUKOB
Y JleBOYEK He Pa3/IMYaloTCsl, HO MOTYT ObITb yMEHbLIEHBI C OJ-
HOBpeMEeHHOU MHTeHcHUKaLUed Tepanuu JJis JeTel ¢ 0co6o
He6J1aroNpUsATHBIM ceMeWHbIM aHaMHe30M no WBC uau apy-
UM OCHOBHBIM dakTopaM pucka CC3 [8, 19, 43, 44, 64, 66, 74].
LleneBble nokasaTesu no He-JI[IBII-xonecTepuny, anoB u JIII(a)
nas geteit ¢ CI' moka He omnpejesieHbl.

JledueHHe HAYMHAETCS C OPTaHU3ALUU 3[,0POBOTO C TOYKH
3peHHUs NpeJynpex/JeHus cepAedHo-COCYAUCTbIX PUCKOB NHTa-
HUSl B COOTBETCTBUM C peKOMeHJalUsIMU JeTCKOTO AueToJsora
[74, 103]. B cocraBe aueTsl < 30% KaJOpUH JO/KHO MPUXO-
JIUTbCAl Ha 06LIMe KUPbI, < 7% — Ha HacbllleHHble >KUPHbIe
KHUCJIOTHI, U B H/ieasie TIOCTYIJIEHUe X0JIeCTEpPUHA C eZloH J0JIK-
HO ObITh < 200 mr/cyt [20, 74, 102]. PanuoH [o/KeH BKJIIO-
yaTb 6oraTble MUTaTeJbHbIMU BellleCTBAMU NMPOAYKTHI, obecre-
YUBawLye KOMIEHCALMI0 3Hepro3aTpaT U MnojJep:KaHue oNnTH-
MaJIbHOW Macchbl Tesa. PekoMeHyeTcs: ynoTpebieHue GpyKToOB
Y OBOIIeH, KpyNn M3 LeJbHOTO 3€pHa, MOJOYHBIX NMPOAYKTOB
C HU3KHUM COJIep’KaHUeM KHUpPa, 6060BBIX, PbIObl U HEXXHUPHOTO
msca. [losie3HbIM GyJeT NpUepKUBATbCS CpeM3eMHOMOPCKO-
ro palnuoHa INHUTaHUS, KOTOpbIA 0COGEHHO pacnpocTpaHeH
B oIpefiesleHHbIX KyJabTypax [105]. [l cHUXeHUs1 yPOBHSA XO-
nectepuna JIITHII MoXHO NPUHUMATh NUIIEBble A00aBKH, CO-
JleprKalllie pacTUTeJbHbIE CTEPOJIbl UJIK CTAHOJIBbI (CUTOCTEPOJI
uan cutocranos) [155]. Pexkomenyercs ¢u3uyeckas aKTHB-
HOCTb U CTPOro He PeKOMeHAYeTCsl aKTUBHOE WJIM MacCUBHOE
kypenue [8, 20, 66, 67, 74, 103]. PekoMeHyIOTCSI TaKXe MepPbI
no npodusnaktuke ¢pakTopoB pucka [8, 20, 66, 67]. Heobxoau-
MO NPOBOAMTH JONOJHHUTENbHYI0 KOpPpeKLHIo (aKTOpPOB cep-
JIe4HO-COCYAUCTOT0 PUCKA B COOTBETCTBUHU C peKOMeHAAlUsMHU
PYKOBOJACTB IO JIeYeHHIO0 JaHHBIX 3abosieBanui [74, 102]. CT
TpebyeT He TOJIbKO CeMeHHOW AMArHOCTHKH, HO U CEMeHHOro
JNeyeHus. BceM dseHaM ceMbU peKOMeHJyeTcsl U3MEHUTb 06-
pa3 *HU3HH, YTOObl KOPPEKTUPOBATb OCHOBHble QaKTOpHI cep-
JIe4HO-COCYAUCTOTO pHCKa.

Jlns GOJIBIIMHCTBA MALMEHTOB C reTepo3uroTHol CI' moka-
3aHa MeJIUKaMeHTO3Hasl Tepamnus, KOTOPYIo CJeJlyeT HauWHATh
IpY INpeBbILIEHUU LeseBbIX IokasaTtesed ypoBHA JIITHII
B IJ1a3Me (MO pe3yjbTaTaM JBYX U3MepeHUI), HeCMOTps Ha
cobutofienue auetsl [8, 19, 20, 22, 66, 74]. CienyeT npUMeHATb
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npenaparsl, IpoLejuiie KJIMHUYeCKUe UCIbITAHUS U 0L06peH-
Hble OpraHaMH, pEryJUpyIIUMU 060pOT JieKapCTBEHHBIX
cpencte [20, 22, 66, 67, 74]. [lpeAnodTUTENbHO TpPUMeHEHHE
CTAaTHUHOB, TepPANHI0 KOTOPBIMHU CJeJyeT HauMHAThb C MaJbIX
no3 npenaparta [150, 151]. Tepanuio 0f06peHHBIMH K HpHUMe-
HEHUI0 CTaTUHAMU cJeJlyeT HadyMHaTb B Bo3pacte 8-10 seT
U He OTkJazbiBaTh o 18 net [8, 19, 20, 22, 66, 67, 74]. Tepa-
MU0 CTaTUHAMH MOXKHO HAauMHATh U paHblle y JeTed ¢ 0co60
He6JIaroNpUsATHBIM ceMeHHbIM aHaMHe3oM no UBC u gpyrum
OCHOBHBIM (aKTOpaM Cep/evyHO-COCYAUCTOro pucka [8, 19, 43,
44, 66, 74, 149]; 1 B 0cOGeHHOCTU Y MaJIbuUKOB [1, 3, 43, 44].
[Ipy HEBO3MOXKHOCTH JOCTUYb IeJIEBbIX YPOBHEN XOJIECTEpUHA
JIITHIT noka3aHo Ha3HayeHHUe 33eTUMHUOGA WM CEKBECTPAHTOB
YKeJUHBIX KUCIoT [8, 19, 66, 67, 152, 153]. IIpu noxdope meau-
KaMeHTO3HOU Tepanuy HeoOXOAMMO HAWTH GasaHC MeX[Iy [i0-
CTHXKeHUeM LiesieBbIX ypoBHel xosiectepuHa JIITHII u Bo3Mox-
HBbIMU NO060YHBIMU 3¢ dekTamu [152, 153]. JleTel ¢ roMo3UroT-
Hoii CI' Heo6XOAMMO HANpaBJSATb B ClelMaJU3UpPOBAHHBIN
LeHTpP: Cpa3y Nnocje MOCTAaHOBKM JUarHo3a Heo6X04MMO Hauyu-
HaThb TepalnHuio BbICOKOI)PEKTHBHLIMU CTAaTHHAMH B COYeTa-
HUM C JPYyTMMU IIpenapaTaMy, a TaKKe pacCMOTpPeTb BO3MOX-
HocTb adepesa [8, 19, 20, 22, 62, 66, 74, 154].

Jlo Hayasia Tepanuyd CTaTMHAMU HEOGXOJMMO OINpeeUTh
KOHIIeHTpaLuw aMuHoTpaHchepas, KOK, ritokossl 1 kpeaTHHU-
Ha [8, 19, 20, 22, 66, 152, 153]. Ilocsie Hayasa Tepanuu He06XO-
JIMM MOHHUTOPHUHT Macchl TeJa, pocTa, GU3UIECKOro U MOJIOBOTO
pa3BuTHs. YpoBeHb aMHHOTpaHCcdepa3 HeOOXOJMMO PETY/ISIPHO
KOHTPOJINPOBATh, YPOBEHb TJIIOKO3bI M IVINKUPOBAHHOIO TeMO-
rJI06MHA B IJIa3Me JO/DKHbl MOHUTOPHUPOBATHCS PYTHHHO NpHU
Hasindyuu GaKTOpPOB PUCKA caXxapHOro AuabeTta. [Ipu mosiBjieHUU
CUMIITOMOB CO CTOPOHBI MbILIEYHO-CKEJIETHON CUCTEMbI HEOBXO-
JMMO OLleHUTb YpOBEeHb KpeaTMHHUHA B Ija3Me. JleyeHHe MHUO-
[aTUM, BbI3BAHHOW CTaTHHAMH, CjeAyeT NPOBOAUTbL B COOTBET-
CTBHUU C PYKOBOACTBAMHM JJis1 B3pocabix [132-134]. [leBoukam-
MOJPOCTKAM PEKOMEHAYeTCsl MPeKPaTUTh MPUEM CTaTUHOB NpH
IJIAHUPOBAHUHU WU pUCKe GepeMeHHOCTH [8, 142, 144].

JleT ¢ HEOCJIOXKHEHHOM WJIM XOpOIlO KOHTposupyemout CI
MOTYT HabJII0/IaThCsl Y Bpada obuied npaktuku [8, 20, 66]. Ila-
LIUEeHTb] CO 3HAYMTEJbHBIM NOBbIIIEHUEM YPOBHS XOJleCTepUHa
JITTHII, MHOXeCTBEHHbIMU (paAKTOpPaMH Cep/leYHO-COCYAUCTOTO
pHCKa, OCJIO)KHEHUSIMU MeJJUKaMeHTO3HOH Tepanuy WM TOMO-
surotHod CI'  Jo/KHBI Ha6AWAATBCA Yy  ClleljHajkMcTa
[8, 20, 22, 66, 74]. PekoMeHAyeTcs cO3/iaHHE CEMEWHBIX KJIMHUK
Y JTHEBHBIX CTAlMOHAPOB [8, 66]. B HECKOIBKUX HCCJ/IeJOBAHU-
X mpuMeHsioch Y3W coHHbIX apTepuit [53, 151], HO mpume-
HeHue Y3U u Apyrux MeToAO0B CepedyHO-COCYAUCTON BU3yaln-
3alMH Ui KOHTPOJIA 3QPEKTUBHOCTH JIeYEHUS JIeTeH C reTe-
posuroTHo CI' Ha JaHHBIE MOMEHT He MOXeT ObITh
pekoMeHi0BaHoO. [lig yny4diieHus JeyeHus: getei ¢ CI' Heo6xo-
MO CO3/laHWe KJIMHUYEeCKUX peecTpoB [154].

9. Adepe3 IMNONPOTENHOB U Jpyrue MHBa3WBHbIE
MeTO/bl JIeYeHUs

Adepes snumnonporenHoB (AJI) — 3KCTpaKOpHOpaIbHbINA Me-
TOZ, JIeYeHHs], TP KOTOPOM M3 KPOBOTOKA YAAIAIOTCS JIUIIONPO-
TEWHBI, cofepkaiye anoB [65, 156, 155]. Ynanenue JIITHII npu
nomouu AJl yny4maetr ucxogasl UBC, 3amessisieT nporpeccupo-
BaHMe aTepockjepo3a U ¢ubpo3a aopThl, CNOCOGCTBYeT HOpMa-
JI3alUy 3HA0TeJHa]IbHON QYHKIMM U NIOKa3aTesed reMoKoary-
asauuu npu CI' [146, 157, 158]. Meton AJl omo6pen FDA pus
JleyeHus MalueHToB ¢ roMo3uroTHod CI' (MM cMellaHHOH re-
TEPO3UTOTHON) UK TshKesiol reTeposuroTHod CI' Ha ¢oHe mpo-
rpeccupymwoileit UBC, KoTopble He OTBeYalOT WJIU He NEepPeHOCAT
Tepanuio MaKCUMa/IbHbIMU [j03aMHU Npenapartos [8, 22, 146, 157-
159]. B ominyue ot romo3urotHoil CI' cTeneHb MprHeMJsIeMOCTH
AJl pnst obliecTBa M NalMEHTOB U 3QPEKTUBHOCTD U IKOHOMUY-
HocTb AJl pnia siedeHus: pedpaxTepHoil rereposurorHod CI
OCTaeTCsl HEesSCHBIMU W TPeOyIOT JAaJbHEHIINX HCCIeL0BaHUN
[160]. Nokasanuem k AJl B ['epMaHuM, MOKpPbIBAEMBbIM MeJu-
LUHCKOW CTPaxXxOBKOH, sBJsieTcs moBbilieHHe ypoBHA JIII(a)
B IJIa3Me, HO JlaHHble B N0JIb3Y LleHHOCTH adepesa, KpoMe Kak
aas cHxkenua yposHsA JIIIHIIL, ocrarooTca npoTHBOpeYUBBIMHU

[156, 158, 161, 162]. ¥ peteilt ¢ romo3urotHoil CI' apepes poi-
»KEH paccMaTpUBaThCs K 5 rojaM U He mo3zaHee 8 et [8, 22,
157, 163]. Y nanueHTOB C TOMO3UTOTHBIM (pEHOTHUIIOM YPOBEHb
xonecrepuHa JIITHII B muia3me 6e3 JiedeHHs OGBIYHO HpPEBBI-
maeT 13 MMosb/J, ¥ [0 NpUHATHA pelieHus o6 AJl ciaenyet
NPOBECTH MeJJUKAaMEHTO3HYI0 Tepanuio B MaKCHMaJbHO Iepe-
HOCUMBIX [l03aX 10 KpallHel Mepe B TeueHUe 6 Mec. [8, 22, 66,
156-159]. ¥ napuenToB c retepo3uroTHod CI' Ge3 siedyeHus
ypoBeHb xosecrepuHa JIITHII B m1asMe 06b19HO KoJs1e6JIE€TCS OT
5 no 13 MMOJIb/J1 YU MOXET IJIOXO TOJJaBaTbCs KOPPEKIUH,
WM 60JIbHOM MOXET He NePeHOCUTh MeJUKAaMeHTO3HOTO Jieye-
Hus [8, 22, 32, 65]. B pa3inyHbIX PyKOBOJCTBAX COJepKaTcs
KpUTEPUM 110 OTGOPY MALMEHTOB AJs NpoBefeHUsl adepesa
B 3aBUCHUMOCTH OT ypoBHs xoJiecteprHa JIITHII [8, 65, 156, 157,
159], HO OHU AOJDKHBI GBITH aJANTHPOBAHbI K KJIMHHUYECKUM
YCJIOBHUSM; K CaMbIM IIPOCTBIM KPUTEPHUAM OTHOCATCS CHIDKe-
HUe ypoBHsA xosectepuHa JI[IHII menee yem Ha 50 %, wau
ypoBeHb xoJsiecTrepuna JI[IHII >5 mMMmosb/n1 npu coburoeHuU
JMeTbl U NpUEMa MaKCUMaslbHO NEPEHOCUMBIX 103 Npenapa-
TOB, KOTOpOe JO0JDKHO INpojoJnKaTbcss Bo Bpems AJl [8, 65].
B 3aBHUCHMOCTH OT Ha/JM4YMs HEOOXOJUMBIX PeCypcoB MOTYT
yCTaHABJMBATbHCSl PA3/IMYHbIE TOPOTOBbIe YPOBHU X0JIeCTEPHUHA
JITIHIT pns nmpoBefenus adepesa. [lanueHTbl JOKHBI ObITh
MICUXOJIOTUYECKH U COMAaTHYECKH CTAaGU/IbHBI U MPUBEPIKEHBI
Tepanuu [8]. [lisi OLEHKM CTEHO3a a0pThl M HAJU4YMsS aHEB-
pU3M HEOOGXOJMMO IPOBECTH BU3yaJM3UPYIOLIME HCCIeL0Ba-
Hus [8, 22, 66, 156, 159]. [lpotuBonokazanusiMu K AJl, mpu
KOTOPOM HCII0JIb3YeTCSl FeNapuH, SBJSIOTCSI reMopparudyeckui
JraTe3, pe3UCTeHTHOCTh K aJleKBaTHOM Koary/siiuu U ruIep-
YYBCTBUTENBHOCTh K renapuny. AJl — spdeKTUBHBIH, nepe-
HOCHUMBIM U 0€30MacHbIM METOJ, JieueHus aeTer ¢ Tsbkeson CI
KOTOPBI MOXXHO NpUMeHATHb nocie 5 set [8, 156, 163, 164],
a B MCKJIIOYUTEJbHBIX CIy4asax Jaxe paHblie. HecMoTps Ha To,
YTO HM3Kasi Macca TeJsla — NMPU3HAHHBIN QAKTOP pHCKA OCJIOXK-
HEHUU JJaHHOTO METO/aA, Y MaJIOJIETHUX JETel C TOMO3UTOTHOMN
CI' onucaHbl ycnelHble UCXOAbI Je4yeHUus C npuMeHeHueM AJl
[156, 164, 165]. C noMoulbl0 JAHHOTO MeTOJAa MOXKHO JIEYUTh
YKeHIIUH ¢ Tsokesod CI' B mepuog 6epemMenHoctH [8, 22, 159].
Cy1LecTBYIOT HECKOJIbKO MeToz0B AJl, mpuMeHseMbIX B 3a-
BUCUMOCTU OT ypoBHA xoJsiecTepuHa JIIIHII, n Bce nossosAwT
3HAYUTEJNbHO CHU3UTH ypoBeHb xosectepuHa JIIIHII u JII(a)
B maa3Mme Ha 50-70% yxe mocsie nepBoi mpoueayps! [157,
159]. FDA CIIA onobpusia K NpUMEHEHHUIO METO/bI, BKJIIOYAlO-
IIMe 3KCTPAKOPHNOPAJbHYI0 MNPENUNUTALMI0 JIMIONPOTEHHOB,
coflepkaliux amnoB c¢ cysbdaToM fekcTpaHa WM renapuHOM
[146], ogHako B Apyrux cTpaHax MPUMEHSIOTCS aJlbTepPHATUB-
Hble CUCTeMbI (MMMYHO0A/iCOpOLIMs, ABOMHAsA KacKajHasd QUIIb-
Tpalusi WiIK remMorepdysus ¢ npsiMoit abcopobuued JUMONpoTe-
HMHOB, cyJbdaT JeKcTpaHa U noJjuakpuiar) [65, 156, 157, 159].
Tax)xe MOI'yT NPOBOJUTb 3aMEHHOE Iepe/IMBaHue IJIa3Mbl, OJ-
HaKO OHO He siBJisieTCs cesieKTUBHBIM 1o JIITHII. Bei6op meToma
3aBUCHUT OT JIOKAJbHOH 3KCHepTH3bl U pecypcoB [157, 159].
OCHOBHBIM 6GapbepoM SIBJISETCS CTOMMOCTb JIeYeHMs], CPABHU-
Masi CO CTOMMOCTbIO reMozuanusa [8]. IkoHoMHuueckyw 3¢ dek-
TUBHOCTb JIEYEHUS] MOXXHO ONTHUMHU3UPOBATb, €CJAM HaJTaJUTh
COTPYJHUYECTBO C MEAUIMHCKUM yYpexX/JeHHUEeM, Cleliialu3u-
pyromumMcs Ha adepese, HaIpUMepP €O CTaHIMeH NepeMBaHUA
kpoBu [8, 170]. dxoHOMHUYecKasd 3GPEKTUBHOCTh JIeYeHHs To-
mosuroTHoi CI' ¢ ucnosb3oBanueMm AJl cuuTaeTcs BblIlIE, YeM
OpHu JiedeHUH reTepo3urotTHoi CI, 4TO cpasy BbI3bIBAeT BO-
poc, CMOTYT JIM COBPEMEHHbIe CHUCTEMBI 3/|paBOOXpPaHEHUs
YZ,0BJIETBOPUTb DPACTYLIyI0 NOTPeGHOCTb B 3TOH mpoLenype
y mhanueHTOB C pedpakTepHol reteposurotHoit CI' [160].
B pa3BuBamLIuXCS CTpaHax HEO6GXOJWMO HPUMEHATb HOBBIE
MOJX0/bl, HanpuMep ¢(UHAHCUPOBaHHUe JieyeHHs paboTojare-
JIeM WM MyGJIMYHble MOXXepTBOBaHUsA Ha npoBesieHue AJl. He-
06X0JMMO TaKXKe C03/aThb MEeXAYHApOAHYI0 CeTb JieueGHBIX
LIEHTPOB U peructp nagueHtoB Ha AJl [154, 156, 161].
[leprosnyHOCTb IpoBesieHus AJl onpesesnseTcs ycpeJHEHHON
110 BpeMeHHU KoHILeHTpauuel xosectepuHa JIITHII mexay npore-
JlypaMH, KoTopast J0/DKHA 6bITh < 6,5 MMosb/J U < 2,5 MMOJIb/ N
JIUIsl IALIMEHTOB C TOMO3WUTOTHOW UM reTepo3uroTHoi CI' cooTBeT-
CTBEHHO [8, 66, 159]; B KayecTBe 1LleJIeBOr0 IOKa3aTessi MOXKHO
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HCII0JIb30BaTh CpeJiHee CHIKeHUe ypoBHsA XoJsectepuHa JIITHII
Ha 65 % 10 cpaBHEHHIO C ypoBHeM XxosiectepuHa JIITHII fo Je-
yeHusd. /[lnAg 3TOro Heo6XOAMMO €JUHOBPEMEHHOE CHH)KEeHHUe
ypoBHs xosectepuHa JIITHII Ha 70 % u npoBejeHHe Npoueayp
eXXeHe/leJIbHO WM 1 pa3 B 2 HeJ,; eXeHe/leJbHble MPOLeAypbl
MOTYT NOTPe6OBaThCsA /AJsl 0CO60 TSKENbIX CJlydaeB FOMO3UTOT-
Holt CI' [156-159]. lns 3aMe/iJIeHUs] PUKOLIETHOTO MOBBILLIEHUS
ypoBHA xoJiecTeprHa JIITHII nocsie npoueaypel cienyet nposoi-
)KaTh Tepanuw craThHaMmH [8, 65, 159]. [Ipu seyenun AJl u re-
Monepdysud, 0CO0EHHO ¢ TpuMeHeHHeM a6cop6uuu JIITHII
cynbdaToOM JAeKCTpaHa, MPOTHUBOIIOKA3aH NMPHUEM HHTHOGUTOPOB
aHIMOTeH3WH-NIpeBpalawllero pepMeHTa U3-3a ONACHOCTU 6Gpa-
JUKUHUHOBBIX peakuuit [8, 65, 156, 157]. [lo6ounble 3¢pdeKTbl
(TOmWIHOTA, CHMXKEHHE apTepPHa/JbHOTO JaBJIEHHUs, Ba3oBarajb-
Hble peaklUY, THIIOKaJeMHs, aHeMHS, CEeNICHC) BCTPeYaloTC [J0-
BOJIBHO 4acToO, HO PeJIKO NPUBOJAT K CEPbe3HbIM MOC/IE/ICTBUAM.
[lanmenTy, He nepeHocseMy AJl, mpu HeO6XOJUMOCTH MOTYT
ObITb Ha3HayeHbl ajJbTepHAaTHBHble MeTOAbI, BKJIIOYasl, HaNpHU-
Mep, 3aMeHHOe NepesjiMBaHue maasMsbl [8, 65, 157]. Us3-3a cnen-
UPHUUECKUX YCJIOBUH JieueHUs] Heo6X0AMMa OLleHKA IICUXO0JIOTH-
YEeCKOT0 CTaTyca M KadyecTBa >XKU3HHU [8], Tak KaK pe3y/bTaTbl
HEeJIJaBHUX HCC/IeJOBAaHUH TO3BOJISIOT MPEANOJIOKUTb, YTO HHU3-
KOoe KayeCTBO >KM3HU OBITh CeLUPUYHO CBS3AHO C TSKECTBIO
CC3 [166]. [onrocpoyHoe BJMSIHME JIeYEHHs] HAa CKOPOCTb
MpOrpeccCUpoOBaHUsl aTepoCKJepo3a COHHBIX apTepui M KJana-
HOB/KOPHS aopTbl IIpU romo3urotHod CI' ciepyeT mpoBepsiTh
KaXK/ible 2 rofia C WCNOJIb30BAaHHEM CTaHJAPTHBIX METOJ0B BH-
3yanusauuu [8, 159, 167]. PekoMeHAYIOTCA TaKKe peryssipHble
Harpy3o4Hble JKI' u 3xoKI' TecTbl U KOHCY/IbTaLUA KapAuOJIora.

B kauecTBe [OMNOJHUTEJBHONW Tepanuu /AJs CHHXKEeHUS
ypoBHs xosectepuHa JIITHII y B3poc/blX, a Takke AeTel U noj-
POCTKOB (110 cxeMaM CIeLHaJbHOT0 JOCTyna WU 6/1aroTBOpH-
TeJIbHO-UCNBITATEbHOIO MCIOJIb30BaHUA) C rOMO3UroTHON CI'
Ha AJl, compoBOXJamuielcsi GBICTPBIM NPOrPecCHpOBAHUEM
aTepoCKIePo3a, JO/LKEH pacCMaTpUBaAThCs JoMUTanuf [126,
156, 158]. B oTvinyue OT JIOMUTANKJA ONBIT IPUMEHEHUST MU-
noMepceHa AJisl JledeHHUs NMallueHTOB ¢ romosurotHoi CI' Ha
AJl Ha JaHHBIM MOMEHT OTCYTCTBYyeT. MumomepceH cjefyeT
MPUMEHATh TOJBKO B Cly4Yae HeNepeHOCMMOCTH MNallieHTOM
somuTanuaa [127, 156, 158]. HoBeliMe MeToAbl CHUXKEHHS
ypoBHs XosiectepuHa JIITHII MoryT cCHU3UTh HEOGXOAMMOCTH
B AJl unu ero yactoTy npu Tspkesnou CI' [156, 158, 168—170],
0/IHaKO 3TO TpebyeT AOMOJHUTEJbHBIX HCCAe[0BaHUN.

[Ipy HemepeHOCMMOCTH WJIM HEBO3MOXHOCTH NpPOBeJeHHs
AJl MosioibIM nanMeHTaM ¢ roMo3urotTHoit CI, KoTopble He MO-
I'yT KOHTPOJIMPOBATh ypoBeHb xosiectepuna JIITHII npu nomo-
IlM MHTEHCUBHOM MeAUKAaMEeHTO3HOW Tepamuy, ciaeAyeT pac-
CMOTpPEeTb BO3MOXHOCTb OPTOTONMYECKOM TpaHCI/IaHTaLUU
neyeHu [8, 171]; B HacTosilee BpeMs Obljia NpeAJIoXKeHa MeTo-
JIMKa NPeBeHTUBHON TPaHCIJIaHTALMH, HO OMBIT ee MpHUMeHe-
HUS TIOKa orpaHudeH [172]. /lo TpaHCIJIaHTAI[MU TIEYEHU Clie-
JIyeT PacCMOTPeTb BO3MOXXHOCTb a0pPTO-KOPOHAPHOTO IIYHTH-
pPOBaHMS, 3aMeHbI A0PTAJBHOTO KJalaHa UK KOMOGUHUPOBAaHHOK
TPaHCILUIAHTAllMU cepAlla B 3aBUCMMOCTH OT KJHMHHUYECKUX YC-
soBul [173, 174]. Y nauueHToB c retepo3urotHoit Cl, He nepe-
HOCSIMX MeJAMKaMeHTO3HYI0 Tepallvio, clefyeT pacCMOTPeThb
BO3MOXXHOCTb YaCTUYHOTO IIYHTUPOBAHUA MO/B3/A0IHON KHII-
ku [175]. [lopToKaBa/sbHBIA aHACTOMO3 MOXET B TEOPUHU CHU-
3uTh cekpenuto JI[IHIT y nmaguentoB ¢ romosurotrHoi CI, HO
cHUKeHUue ypoBHA xosectepuHa JIITHII oueHb BapbupyeT, a aTa
npolueAypa cOnpsikeHa C BBICOKMM PHUCKOM 3HLedasonaTHH.
JlaHHas mpolefypa MOXXeT MPUMEHATbCS B MCKJIIOYUTENbHBIX
caydasax AJS JedeHUs TshkeJod romosurotHor CI' B cTpaHax,
r/ie OTCYTCTBYeT BO3MOXXHOCTb IIPOBEJIEHUs APYTHUX BUZOB Jie-
yeHus [176]. BeposiTHo, B 6yayiieM 6yAyT pa3paboTaHbl MeTO-
J1bl TeHETUYEeCKON Tepanuu Tsikeson CI [177, 178].

10. HoBble BUABI JieUeHUS

Muorue nanuenTs! ¢ CI' He MOTYT JO6GUTBCS ONTUMAJIBHOTO
Y CTabUJIbHOTO CHMXKeHUs ypoBHSA xoJsiecTeprHa JIITHII B nas-
Me [18, 32]. dTo cnoco6CcTBOBAIO pa3pabOTKe B JIOMOJHEHUE
K CyIIeCTBYIOILIUM HOBBIX BbICOKOTEXHOJIOTMUHBIX WHHOBALU-

OHHBIX METOJIOB JieYeHHsl, 06eCHeyrBalOLIUMX CyllecTBEHHOe
CHW)KeHHe ypoBHs xoJiectepuHa JIITHII B miasme [169, 170],
0CO6eHHO y manueHTOB c romo3urotHou CI' [179]. OxnHako
MOKa AoJrocpoyHast 3pPpeKTUBHOCTb, 6€30MaCHOCTh U IepeHo-
CUMOCTb TaKHX METOJOB ellé He Jl0Ka3aHa. PekoMeHJyeTcs
C03/1aBaTh PErUCTPbI NALMEHTOB, MOJYYaBIIUX BCe HOBbIE Npe-
napathbl [154].

10.1. HHeubuposaHue PCSK9

[IponpoTeHKOHBepTa3a CYyOTUJIU3UH/KEKCUH 9-ro THMa
(PCSK9) — cepuHOBasl mpoTeasa, BblJeJisieMasi renaToLUTaMU
JIJI1 peryjvMpoBaHUs sKcnpeccud peuentopa JIITHIT [180].
PCSK9 o6pasyer kommiekc ¢ peuentopamu JIIIHII u BmecTe
¢ asanTuBHbIMU 6Geskamu ARH (ayTocomHas peueccuBHas r'u-
nepxosiecTepUHEeMHUs1) 3aXBaThIBAeTCsl IelaTOLMTAMU B OKalM-
JsieHHble kjaTpuHoM siMKH [180]. PCSK9 snn6o mpensTcTByeT
peuypkyaauuu perentopa JIITHII k noBepxHOCTH KJIeTOK neye-
HU U3 3HJ0COM, 60 HampaBJisieT penentop JIITHII B snsoco-
Mbl 415 ero paspyuweHus [180]. [eHeTHyeckre BapHaHThbI IO-
Tepu ¢yHknuu B PCSK9 ycmaMBalOT aKTUBHOCTB pelenTopa
JIITHII B meyeHU CO 3HAYMTEJNbHbIM CHUXKEHUEM yPOBHS XOJie-
crepuna JIITHII B mnasmMe u ymeHbmaroT puck UBC [180]; u,
Hao60pOT, JOMMHAHTHasA MyTalus HpuobpeTeHUs QYHKLUU
cnocob6cTByeT popMupoBaHuio peHoTuna, cxoxero ¢ CI' [2, 180].

Tepanus MoHOKJIOHa/JbHBIMU aHTUTesnaMu K PCSK9 yBenn-
YUBaeT BpeMsl HaXOX/JeHWUs W IUIOTHOCTb penentopos JIITHII
Ha MOBEPXHOCTU KJIETOK, YTO BJIeYET 3a CO60H yCHIeHHOe Bbl-
BesieHue xoJsiectrepuHa JIITHIT u3 kpoBoToka [180]. Uccaenye-
Mbiii npenapat REGN727/SAR236553 nposeMoHCTpUpoBal 3a-
BUCHMOCTb Jl03a — 3QPeKT B CHWXKEHUU yPOBHS XoJecTepHHa
JITIHIT B cbiBopoTke (Ha 40-72 %) mpu Tepanuu CTaTHHAMHU
C 33eTUMHM6OM WM 6e3 Hero y ManueHTOB C reTepO3UTroTHOH
Cl' [181] m y nanueHTOB ¢ NEPBUYHON rUIlepxoJiecCTepruHeMHUeR
NpY Tepanuy cTaTUHAMU uau 6e3 Hee [182, 183]. AHasOru4HO,
npenapatT AMG 145 nokasan 3aBUCUMOCTb [Ji03a — 3QeKT
B CHW)KeHUHU YpoBHA xosiecteprHa JIITHII B nyiasme Ha 41-66 %
KaK y NauyeHTOB Cc reTepo3uroTHo CI'184, Tak u y nmauueHToB
C MepBUYHOM THIepXoJieCTepUHEMUEeH NpPHU Tepanuu CTaTHHa-
MU uau 6e3 Hee [185, 186]. AMG 145 MoeT TakXKe CHMXKATb
ypoBeHb xosiecTepuHa JIITHII B nyia3me y nanueHTOB C TOMO3H-
rotHo# CI' ¢ gedexktamu penentopos [187]. BaxkHO Takxe y4yu-
TBIBaTh, YTO aHTUTesa npoTuB PCSK9 Takxke 3HauMTeNbHO
CHIKAIOT YpPOBeHb aloB, o6lero xosiecTepuHa, XoJleCTepPUHA
He-JIIIBII u JIlI(a) [180-186]. /laHHbIe MOHOKJIOHAJIbHbIE AHTH-
TeJla B HACTOsillee BpeMsl MPOXoAAT ucciaenoBanus Il ¢pasbl
U TOKa He 0J006peHbl A/ KJIWHUYECKOro NpHUMeHeHHUs, HO,
OYeBU/HO, TaAT B cebe 6GOJbllIMe BO3MOXHOCTU IO MCIOJb30-
BaHMIO KaK B BUJie MOHOTepaIuH, TaK U B BU/Je JOMOJHUTEb-
HOU Tepanuu B Jsedenun CI' [169,170,177]. Heo6xomzuma
OLleHKa JJ0JITOCPOYHOM 3PPEeKTUBHOCTH U 0Ge30MaCHOCTH 3THUX
npenapaTtos npu Jedenuu CL.

10.2. MunomepceH

MunomepceH — aHTUCMBbICJI0BOH 20-MepHBIN OJIMTOHYKJIE0-
THJ, KOTOPBIN CBA3BIBAETCS C MeCCEH/PKepOM KOMIIJIeMeHTap-
Holl mocnenoBaTtenbHocTd PHK, xopupyromum anoB, uHruéu-
pys TakMM 06pasoM TpaHCJASLUI0 HAa pubocoMax [188]. UHru-
6upys 6MOCHMHTe3 amoB, MumoMepceH 3aHYUTENbHO CHHXKAeT
npoaykuuio u cekpeuuto JIIIOHII. MunomepceH cocTOUT U3
dochopoTrHoaTHON OCHOBHOHU Henu U 2[@-0-(2-MeTOKCUITHII)-
MOAMGUIIMPOBAHHBIX KOHILIOB, 06eCledynBamIINX OGHOJIOrHYe-
CKyt0 cTabusbHOCTh [188]. [locse MOJKOXXHOTO BBEAEHUS MU-
NOMepCceH KOHLIEHTPUPYeTCsl B MedyeHHU, TAe OH MoJBepraeTcs
MeTab0/M3My MOJ, BO3[eHCTBUEM MeYeHOUYHBbIX 3HJO0HyKJ/ea3
Y 3K30HyKJea3 [188]. [JlaHHBIM npemnapaT MOJYy4YUJ Of0OpeHHue
FDA Ha wucnoJsib3oBaHue AJis JiedeHUss romosurotHou CI. OH
IIPOJIEMOHCTPUPOBAJl CHMXKeHUe ypoBHA xoJsiecTepuHa JIITHII
B CbIBOPOTKe y npuMepHO 25 %, 28 % u 36 % manueHTOB C ro-
Mo3urotHoit CI' [127] rereposuroTHoit CI' [189] u Taxkesnon
runepxojecrepuHeMueil coorBetctBeHHO ¢ UBC nin 6e3 Hee
[190]. MunomepceH Tak)Ke CyLeCTBEHHO CHW)KAaeT YpPOBEHb
ob1iero XoJieCTepHHa, amnoB, TpuriMLepUJOB, XoJecTepHuHa
JIITHIT w JIIIOHIT wu JIM(a) [127, 188-190]. [loMuMo peakuuit
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B MeCTe BBeJleHHUs, 6bICTPO NMPOXOAsAIlel YCTaJ0CTH U MUAITUHU
MHUIIOMEpPCEH MOXKeT BBbI3BaTh CTeaTO3 IeyeHH (10 OlLeHKaM
MPT) y 16 % mnauueHTOB, a TaK)Xe NMOBBILIEHHE YPOBHA aMHUHO-
TpaHcdepas y 8 % nmanuenToB [127, 188-190]. [lo Bcelt Buau-
MOCTH, U3MEHEHMs B IleYeHH Iocje MpeKpalleHus Ipuema
npenapaTa pa3pelianTcs caMocTosTesbHo [188]. MunomepceH
MMeeT CTaTyc oppaHHOro NpenaparTa U U3-3a CBOeH renaToToK-
cuyHocTU B CIIA MoXeT HasHa4yaTbCA TOJIBKO B paMKax INpo-
rpaMMbl «CTpaTerun IO OLEHKe M YMEeHbIIeHHI0 pHCKa»
(REMS) (http://www.fda.gov/Drugs/DrugSafety/PostmarketDr
ugSafetyInformationforPatientsandProviders/ucm111350.htm).

10.3. Jlomumanud

MuUKpocOMaJbHBIM 06eJIOK, MepPeHOCAIUH TPHUIVIMLEePUAbI
(MTP), okanu3yeTcs B 9H/A0M/Ia3MaTUYECKOM PETUKY/IyMe Kile-
TOK Ie4YeHM U KHUIIeYHHKA U MEepeHOCHUT TPUIIULEePUb
B JI[IOHII B meyeHW U B XUJIOMHUKPOHBI B KulleyHUKe [191].
Jlomutanuj — nepopajabHblit UHFM6UTOP MTP, KOTOpBIN CHMXKa-
eT cuHTe3 U cekpeuuo JIIIOHII B meyenu. Jlomuranug paspe-
meH K npuMeHeHyio B CIIIA u EBporne B KauecTBe [JOTIOJIHUTEb-
HOU Tepanuu romo3urotHoit CI' [191]. B My/nbTULIEHTPOBOM HC-
ClelOBAaHUM B JAHHOM MNONy/NALMM MAlMeHTOB JIOMHUTANU/]
MPOZIEMOHCTPUPOBAJ CHUKeHHe ypoBHSA xosiectepuHa JIITHII Ha
50 %, 44 % u 38 % Ha 26-i, 56-i U 78-U Hex. Jie4yeHHs], COOT-
BeTCTBeHHO [126]. Tepanus JIOMHTANWAOM NPUBOJUT TaKxkKe
K 3HAUYMUTEJIbHOMY CHIDKEHHWIO YPOBHSA APYTHX JINMIAJOB U JIUIH-
JIOTIPOTENHOB, BKJIIOYasl 0OLMI X0JeCTepUH, anoB, Tpurinnepu-
Ibl, xonecrepuH He-JI[IBII u JIlI(a) [126, 191]. JloMmuTanuyj Mo-
JKeT OKa3blBaTh eNaTOTOKCUYECKOe JeHCTBHe U MOXKET MOBbI-
CUTh YpPOBeHb aMUHOTpaHcepas, cofepKaHHe KUpa B MedeHU
npHUMepHO Ha 6 % nocse 26 1 78 Hep, JieyeHus [126, 191]. [Jlei-
CTBHE JIOMHUTANKW/A YCUIUBAIOT MHTHOUTOPBI nuTOXpoMa P450
3A4 [191]. [lanHBIi mpenapaT MOXeT BBI3BIBATb HapyLIEHHS
paboThI Key0YHO-KUILIEYHOTO TPaKTa, CBsI3aHHble C BcachlBa-
HUeM KHMpa B TOHKOH KHILIKe, T03TOMY He06X0JMMO OTPaHUYUTh
MOCTYTJIEHHe XKUpa C nuiled. JlJoMmuTanuj MoxeT CHU3UTb BCa-
CbIBaHHe >XMPOPaCTBOPHUMBIX BUTAMHUHOB U He3aMeHHMBIX KHUD-
HBIX KHCJIOT, TO3TOMY NPH TepPaNuy JOMHUTANNJ0M X PeKOMEeH-
JlyeTc NPUHMMAaTb JONOJIHUTEJbHO. M3-3a pucKa remnaToTok-
CUYHOCTH JIOMUTANWJ Takxke ofobpeH K mnpumeHeHutro FDA
TOJIBKO B paMKax nporpaMMmbl REMS.

MumnomepceH u JjioMuTanuf onobpennl FDA nns snedeHus
romo3urotHod CI. Muru6urtopsr PCSK9 He ofobpeHbl K mpH-
MeHeHHI0 A9 yedeHud CI, HO JaHHbIe KJIMHUYECKUX MCIbITa-
HUU MO3BOJIAIOT NPEJIOJ0XKUTh BO3MOXXHOCTb UX MPUMEHEHUs
JUIS IIUPOKOTO Kpyra MayueHToB ¢ retepo3urotHoit CI, koTo-
pble He MOTYT J0OUTBCS 1ieJIeBbIX YpoBHEHN xosiecTepuHa JIITHII
Ha MaKCHMaJIbHBIX J103aX cTaTUHOB [169, 170, 181, 184] uau He
nepeHocAT craThHbl [192]. Bce atu Tpu KJsacca npenapaTos
MOTYT CHU3UTb Heo6X0oJMMOCTb adepesa JMIONPOTEHHOB
W JpYyrux pajuKaJbHbIX METOJOB JedyeHUd Npu Taxesnon CIL
KnmHryeckre UCIBITAaHUS UHTUOUTOPOB TPAHCIIOPTHOTO Geska
X0JIeCTEPUHOBBIX 3QUPOB HA JJaHHBI MOMEHT He [T0Ka3aJy XO-
pownx pesynbraTtoB [169, 170], ogHako 3PPeKTUBHOCTL aHa-
neTpanuba cefyac aHaJU3UpyeTcs B GOJIBLIOM HCCJIeA0BaHUU
ManueHToB ¢ retepo3urotTHon CI' [169].

11. OpraHu3anusi 1 COBepLIEeHCTBOBaHME JieYeHUs

Hecmotpsi Ha GypHBIM pocT uHTepeca k CI' 1 Bo3pacTaHue
ob’beMa HAy4HbIX MCCJI€[OBAaHHWH, NMOMOIIb MAlMeHTaM U HX
ceMbsIM Jajieka OT omnTuMasabHOW [18, 21, 25, 193-195]. 3To0
CTAaBUT BA)KHYIO 33Jladyy CTaHJApPTH3alMM W YIydlIeHUs Ka-
YyecTBa MpPeJOCTaBIeHUs] MEJUIMHCKUX YCJIYT Ha BCEX YPOBHSX.
Paspa6oTka 1 peanu3alysi MHULMATUB U CTPATETUH 110 yJIyylle-
Huto JieyeHus: CI' TpeGyeT TeCHOro B3aMMOJEHUCTBUS MEX/Y CH-
CTeMaMH 3/lpaBOOXpaHEeHUs, IPYNIaMU MOA/IEePKKU NalMeHTOB,
COOTBETCTBYIOIIMMH HENpPABUTEJIbCTBEHHBIMH OPTraHU3alUAMU
M CeTAMH MeAMIMHCKUX ydpexzaeHud [8,31,33,99,193,197].
Heo6xoauMo pa3paboTaTh M alaliTUPOBATh C YyYETOM MECTHBIX
HYKJ| CXeMbl HallpaBJIeHHUs] NALMEHTOB MEX/Y BCEMH MeJUILIMH-
CKUMH YUYpeX/IeHUsIMY, BKJIIo4asi nepBUYHOe 3BeHO [8, 31, 33, 99].
J1s cTaHjapTH3alMyd U CTUMYJIMPOBAHUA Hay4yHBIX HCC/Ie/[0Ba-

HUH PEeKOMEHAYeTCs CO3/laTh HALMOHAIbHYIO CETh KJIMHHUK, Clle-
LMaJIM3UPYIOLIUXCsl Ha JiedeHMH nanueHTtoB ¢ CI [8, 82, 193,
195]. Heo6xomumo cpoyHo BHectH CI' B HOMeHKiIaTypy MKB-10
U/WIM B CIHCOK AWArHOCTUYECKH poacTBeHHbIX rpynn (DRG)
JUIsl CTaH/AApPTH3alMHd METO/0B OLleHKH KaueCTBEHHBIX HCXOZ0B
U 3$PEKTUBHOCTH [I€ATEJbHOCTH OpraHM3alMi, a Takke /s
pa3paboTKU CTpaTeruil CTUMYJUPOBAHUSA HCCAefoBaHUM, u-
HaHCHPOBAHHUSA 3/|paBOOXpPaHEHHUsI U BO3MellleHUs 3aTpaT. Moze-
JIM OKasaHus MeAMLMHCKOW momowmu npu CI' JOKHBI GBITH
MYJIbTHAUCHUIUIMHAPHBIMY [8, 31, 33] 1 A0/KHBI KOOPAMHUPO-
BaTbCs U3 eAuHoro neHtpa [5, 8, 31, 33, 82, 198]. JleueHue
JIOJDKHO TPOBOAMTBCS CHELHaMCTaMy, UMEILUIMMH aKKpeauTa-
LIMI0 B 06J1aCTH CepAedHO-COCYAUCTOHN npoduiakTuki [8, 31, 199]
Y JI0JDKHO OXBaTbIBAaTb BCE acCleKTbl, BKJIIOYAsd Ka4eCTBO >KU3HU
C JaHHBIM 3aboJsieBaHueM [46, 200]. TIarueHTHI ¢ XOPOIIUM KOH-
TPOJIEM YPOBHS JIMIH/OB U C HEOC/IOXXKHEHHBIM TedeHHeM 3a60-
JIeBaHUsI MOTYT NepeBOJAUTHLCA ITOJ HabJIIoleHHe Bpaya MeJu-
[UHCKOTO YYpeX/IeHUsl TepBUYHOro 3BeHa JJIs JlaJbHeHIero
JIOJITOCPOYHOTO JIeYeHHUs], MALIMEHTHI C OC/I0)KHEHHBIM TeYeHHEM
3a60JieBaHUA JOJDKHBI HabJIOJAThCA CIELMa]MCTOM IO Jieye-
HUIO JINIUJHBIX HapymweHu#d [8, 31, 33]. [lepuoauyHoCTh MOCe-
LIeHUs] Bpaya OmpejiesisieTcsl TSKeCTblo 3abosieBanus. [lanuen-
Tel ¢ Tsbkesod CI' Ha adepese JHUNONPOTEMHOB HYXK/AAIOTCS
B TLIATEJBHOM NOXU3HEHHOM HabJII0JIEHUH CclientaaucTa [8, 66,
156, 159]. MefuunHCKHEe pabOTHUKHU NTEPBUYHOIO 3BEHA UTPAIOT
BXXKHYIO0 POJIb B BBISIBJIEHUH HWHJEKCHBIX MalMeHToB [8, 27], HO
KaCKaJHbI CKPUHUHT JIO/DKEH KOOPAMHHUPOBATHCA LIeHTPaIn30-
BAaHHO B paMKax MHPPACTPYKTYpPbl, 00beAUHSIOEN CleljHaIu-
3UPOBAHHYI0 U NEepPBUYHYIO nomouib [8, 27, 31, 198]. ina yayd-
IIEeHHUS] U MOAJEPXKAHUSA HA JOJDKHOM YPOBHE OGIET0 KayecTBa
JleyeHus1 TpebyeTcss 00yyeHHe U NepenoAroToBKa MeJUIIMHCKUX
pabOTHHUKOB NEPBUYHOIO 3B€HA B 0GJIACTH JIeYEHHUs JIMIHUIHBIX
Hapymenuit [8, 33, 201]. CTpykTypupoBaHHOe 06C/e/joBaHHE
JIOJDKHO, TI0 KpalHeN Mepe eXerofHOo, NMpeJJaraThCs KaKJoMy
nanueHTy [8, 33]. 3To 0co6eHHO BaXXHO [JI1 MALlMEHTOB C He-
OCJIO)KHEHHBIM TeueHUeM 3a00JIeBaHusl, KOTOpbIe ¢ GoJIblIed Be-
POSTHOCTBIO MOTYT OBbITh NOTEPSIHbI JJsI MOC/IEJYIOLEro Ha-
6JII0/IeHHS; TIPOLIECC MOXKeT KOHTPOJIMPOBAThCS LIeHTPaIM30BaH-
HO C momoliblo peructpa [154]. /i oka3aHUs AUCTAHIMOHHON
MOMOII[M MOKHO HCIIOJIb30BaTh MPOrPaMMBbI TeJleMeJUIMHEI [8,
202]. O6cnenoBanue JleTel Jiydlle BCETO NMPOBOAUTH B CHElHA-
JIM3UPOBAHHBIX JIETCKUX YUPEXKAEHHUSX C OpraHU3aluel JHEeBHO-
ro crauuonapa [8, 18, 20, 71]; MoryT 6bITb MOJIE3HBI KJIUHUKH,
paboTaroliye KakK ¢ JeTbMH, TaK U CO B3pociabiMu [71].

3aiaya MezcecTep — KOOPAMHALMA CKPUHHUHTA, JIeYeHHUs
B KJIMHHMKE, MeJUKAaMEeHTO3HOH NOJJEP>KKH, 06y4eH!s U Iepe-
MOJrOTOBKHY, y4eTa M HAy4YHbIX HCCIeJ0BAHUHN, MEXAUCIUIIN-
HapHoe B3auMojeictBue [8, 81, 203-205] u pabora c rpynmna-
MU NOAJepKKU ceMel mauueHToB [8, 31, 33]. OueHb xesaTesb-
Ha peryJisipHas KOHCysabTanus avertosora [8, 101-103]. MoxeT
NoTPe6OBaThCA KOHCY/IbTALUA TICUX0JIOTa, CllelHaIu3upyolle-
rocsi Ha 60JIbHBIX U MOAPOCTKAX [46, 84, 206], U crielUaJnCTOB
no sedyebHod ¢uskynpType [103]. dapmakosoru MOryT Chbl-
rpaTh BaXXKHYI0 POJib B BbISBJIEHHH HOBBIX C/y4yaeB, obecreye-
HUM MeJJMKaMEeHTO3HOW NOAJEPKKH U INPOBEJEHHH HAyYHBIX
uccienoBaHui [8, 207]. MexAUCUUIJIMHAPHBIN MOAXOA, [10JI-
»KeH CII0COGCTBOBATH MOBBILIEHUIO KAaueCTBA KU3HU NMALUEHTOB
c CI' mpu pas/iMyHbIX METOJaX JieueHHUsl.

JUis cnenuasbHOTO KOHCYJBTHUPOBAHHS IpPU KackaJHOM
CKPUHUHIE BaXXHO YCTAHOBUTb CBSI3U C KJIMHUYECKUMH TeHe-
TUKaMu [8, 206]. He Bce ceMbu WM MallUEHTBbl HYXXJAKOTCS
B reHETHYECKOM KOHCY/JIbTUPOBAHMH, HO npu Jyiedenuu CI' npu-
TOAUTCA ONBIT U 6a30Bas MOATOTOBKA B 06J1aCTH reHeTHYeCKo-
ro KoHCyJbTHpoBaHus [8, 80, 206].

Lentpsl no BejgeHuto CI' JO/DKHBI MMETh TECHYI CBS3b
c J1abopaTOpUSMHU U UMETb JIOCTYI K NPOBE/IEHUI0 PYyTHHHOTO
U pasBepHyToro JunuaHoro cnekrtpa [8, 30, 31]. AHanus JHK
JIOJKEH BBIMOJIHATHCA TOJIBKO aKKpeJUTOBAaHHBIMM JIabopaTo-
pHUSAMH, KOTOpble MOTYT HPOBOJUTb CKPUHHUHI Ha BCe OCHOB-
Hble MyTallMW B reHax, cBg3aHHble ¢ CI' [8, 80, 88]. AnekBart-
Hoe oOcJjie[joBaHHe MalyeHTa TpebyeT JocTyna K TaKUM HC-
C/le/JOBaHUSIM M MeTO/laM BHU3yalM3all{, KaK TPeJMUJI-TECT,
cuuHTUrpadusa mMuokapza u IxoKI; TecHas cBsI3b C KapAHOJIO-
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ramu siBjsieTcsl KpaiiHe BaxkHo# [7, 8, 55, 208]. Jna npoBege-
Husl adepesa Heob6XoAMMa CBSA3b CO C/YKOAMHU JMaav3a U Ie-
pesvBaHus kpoBH [8, 156, 157, 159].

Jlnst 3dPpeKTUBHOrO MpeAoCTaBJeHUs] MeAUIUHCKUX YCIyT
HeoOX0AMMbI CHelMaJu3MpOBaHHas 0a3a JAAHHBIX AJs XpaHe-
HUSI MEJJULIMHCKOM U ceMelHON MHGOpMalUK U OporpaMMHOe
o6ecneveHue [8, 30, 3]. KomnbioTepHble MpOrpaMMbl J0JIXKHbI
o6ecrneyruBaTb BO3MOXXHOCTb COCTABJIEHUS T'eHEeaJoruyecKoro
JipeBa, yyeTa NpoJieJJaHHOW paboTbl, CO3JjaHUA IIA0JOHOB ITH-
ceM, apXMBHPOBAHUS JAHHBIX, IPOBEJIEHNUS KJIWHUYECKOTO ay-
JWUTa UM Hay4YHBbIX HccaefoBaHUH. CyllecTByeT MeX/yHapoAHas
6asa JaHHBIX, cojepaljas MHPOPMALMI0 O MyTalUsX, KOTO-
pble cuuTawTcsa npuuuHoi CI' [96], HO B Hee HEO6XOAMMO BHe-
CTH JlaHHbIE 10 TEM CTPaHaM WJIM CUCTEMaM 3/JpaBOOXpPaHEHH,
rae BHeapsietcsa aHasnus JIHK [85-87].

Xopoio pa3paboTaHHBIM U YHUBEPCAJIbHBIA KJIMHUYECKHUN
PEerucTp CoAepXUT GecrieHHy0 HHGOpMaIUIo /s NPOBeJeHUs
Hay4HbIX UCCJIEA0BAaHUM U MEeJULMHCKOTO ayJiUTa, a TAKXKe JJIs
yAy4dllleHUs KayecTBa JieyeHUus [26, 154]. Peructp moxeT 06-
JIETYNTb KAaCKaJHbIH CKPUHUHI Ha MECTHOM W HalMOHAJbHOM
YPOBHe, YBeJIM4MBas 3KOHOMUYecKy10 3¢ PeKTHBHOCTb aHa/lIn3a
JHK TamM, rae paHee Gblia BbIsIBJIEHA U 3aperdCTPHpPOBAHA My-
Tanusg B ceMbe [154]. Bo3MOXHOCTBb CMeIIaHHOTO OT6Opa,
BKJIIOYasi 0OTGOp MAIMeHTOB, MOXET YJIy4IIUTb BbisiBieHue CIL.
CrefyeT npujaraTb Bce HEO6XOAUMbIE YCUJINSA [JIJIs1 YCTaHOBJIE-
HUS CBA3eH MeX/y NaleHTaMH M UX CeMbSIMU 4epe3 IpyIIIbl
noaepkky nanueHToB [8, 30, 31]. 3TtoT dopyM MoKeT OBITH
WCIOJIb30BaH /Il OpraHu3anuy 3¢ PpeKTUBHON CeTH B3aUMHOM
NOJJIeP>KKH 1 UHPOPMUPOBAHUS, CO3AaHUS TPYNIbI 110 3aIUTe
HMHTEpPEeCcoB NMAaLMEHTOB U UX ceMeH, [/l B3aUMO/IeHCTBHS C Op-
raHaMH 3/paBOOXpaHEHHUs U Pa3pabGOTKU HALMOHAJIBHOIO pe-
rucTpa ceMel nauueHToB. Bce Mogesnn iedeHUs JOIKHBI ObITh
OpPHEHTHPOBAHbI Ha HYX/bl MALlUEeHTOB U UX ceMel [46, 200].

12. 3ak/04eHue: B3IVIsAJ B Gyaylee

HacTosiiee pykoBoJCTBO OCHOBAHO Ha JAaHHBIX JIy4llel co-
BpeMeHHOH MPaKTUKHU U HallpaBJIeHO Ha JOCTHXKeHHe JIy4IIHX
UCXOZ0B /A manueHToB c CI' myTeM mpefocTaB/leHUs MeJHU-
LIMHCKHUX YCJIYT, KOTOpbIe, Mbl HaJleeMCsl, yMeHbIIAT Pa3HOPOJ-
HOCTb ¥ HepaBeHCTBO B jiedeHnnu CI' mo Bcemy mMupy. Pexomen-
JalKY, OJHAKO, He MOTYT ObITb YHHUBEPCAJbHBIMU [IJIsI JIFO6OT0
cayyas CIL B cusly 3TOro OHU AOJIKHBI ObITh JOTOJHEHbI KJIU-
HUYECKUMU CYXX/JeHHUAMHU W aJalTUPOBaHbl MOJ MOTPeGHOCTHU
Y BO3MOXXHOCTH OpPraHOB 3/JpaBOOXpaHeHHs] KOHKPETHOH CTpa-
HbI U pervoHa. /ljs 3anosHeHUs Npo6esioB B JaHHBIX HEO6XO-
JIMMO ITpOBeJieHre KJIMHUYECKUX UCTIBITAaHUH € y9acTHeM Haly-
eHToB ¢ CI. [IpeaMeT uccien0BaHUN AOKHA OBITh LIMPOKUM,
HO NpPU 3TOM YYUTbIBaTb MOTPEOGHOCTH KOHKPETHOH CTpaHbl
WJIM peruoHa. B upeane ucciefoBaHUA [OKHBI MPOBOJUTBCSA
CeTAMU KJIMHUK U OBbITb MHTErPUPOBAHbI B LMKJ TOBbIILIEHUS
KadecTBa Mogesield yiedeHus [209]. [IppopUTeTHBIM sIBJISETCA
no6asneHune kaaccudukanuu CI' B MKB-10. [lanbHelee co-
BeplleHCTBOBaHUe JiedeHUA CI' JO/DKHO NPOUCXOAUTH B paM-
KaxX MOJieJId JieueHUsI XPOHUYeCKuX 3ab6osieBaHuil [23] U cooT-
BETCTBYIOILleH MOJUTHYECKOHN MoAJepKKHU. [l 3TOro TpebyeT-
cs1 3ddeKTHUBHOE B3aUMOJENHCTBUE C LIHMPOKUM KpPyrom
YYaCTHUKOB, BKJII0YAs I'PYNIbI NOAAEPKKH MAlMEeHTOB, oblie-
CTBEHHBIX aKTUBHUCTOB, QOH/bI, clienuaausupytonimecs Ha CC3,
U CBsSI3aHHbIE C HUMH HEToCyJapCTBeHHble OpraHMU3alUM, YHU-
BEPCUTETbl W HayyHble LEHTPhl, a TaKXe CIELHAJUCTOB IO
3KOHOMHUKe 3/]paBOOXpPaHeHHUs, JIUL, pa3pabaThIBalOLUX U pea-
JIN3YIOIMX MOJUTHUKY B 06J1aCTH 3[paBOOXPAaHEHHUs], U MHUHHU-
CTpOB 3/paBooxpaHeHus [8, 196, 202].
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LeJIU AJ1s YAy4LUIeHUs] CBSA3H MeXAy KJIMHUIMCTaMHU, 3aHUMalo-
muMuca npo6semMamu CI, opraHM3anusiMU YU NOAJEPKKH HO-
BbIX OTJeJleHUH $OoH/ja B pa3HBIX CTPaHAX, IPOBe/IeHUsT KaMIa-
HUH, JOCTHKEHHsI KOHCEHCyCa, OCYlLlecTBJIEeHHs HcCCle/j0Ba-
TeJbCKUX U 00pa3oBaTeJbHBIX MpOrpamMM, peaausalnuu
NPOEKTOB MO CO3/IaHHUI0 peecTpa NalUeHTOB U UX CeMel, Bo-
BJIeYeHHUs Bpayell obuieil npakTUkU B JieyeHue CIL.

IIpoyecc

GFW u DS opranHu3oBa/iv CEpHI0 CEMHUHAPOB U 06CYXK/JIeHUI
Ha KOHIpecce Mex/lyHapoJHOro o6liecTBa aTepockiepo3sa (In-
ternational Atherosclerosis Society, Cuaneit, 2012 r.), B KOTO-
PBIX IPUHUMAaIM y4yacTue 16 4ieHoB pabodeil rpymnmbl. Ha ce-
MHHapax o0CYXJaINCh AaHHbIe O JieYeHWH, CKPUHUHIEe U aHa-
nuze JJHK, nedyenuu neteut ¢ CI, HOBble BH/IbI JIeYeHHSs], IKOHO-
MUKa 3/paBooxpaHeHus. MojepaTtopsl cemuHapoB (GFW, DS,
SG, AW, PPT) Bbljgennau U 06beJUHUIN KOHCEHCYC Ha OCHOBE
JlaHHBIX ONyO6JIMKOBAaHHBIX UCCAe[0BAaHUH, KJIUHUYECKOTO OMbI-
Ta, OBGIIMX TeM, MHEHUs 3KCHEPTOB M APYTHUX PYKOBOZCTB MO
snedenuto CI. [y olleHKHM MHEHUH ObLJI CO3JjaH KPATKUH BOIPO-
CHUK IT0 BO3MOXHBIM CIOpPHBIM acrnektaM CI' (BapuaHTBI CKpH-
HuHra, aHanus JIHK, crpaTudukanus puckos, o6caeoBaHUE
U JieYeHUe JeTel, UCMOJIb30BaHHWEe TEXHOJIOTMHA BU3yaJHu3alUuu
M 3aJlayy JiedeHHUs1), KOTOpPbIA ObLI 3al0JIHEH BCEMU 4JIEHaMH
Ipynnbl ¥ IPynnou us 26 MexJyHapoJHbIX 3KcliepToB. MHeHue
GOJIBLIIMHCTBA B JlaJIbHEHIIeM ObLJIO HCIOJB30BaHO AJs1 BbIpa-
GOTKM KOHCEHCyca IocJie O0OGCYy>KJJeHUS M COIVIACOBaHUSA C dJie-
Hamu rpynnel (AW, JD, ML, PPT, BT, RDS,WGS, GFW) Bo BpeMs
CIYTHUKOBBIX TeJleKoOHepeH M, OpraHU30BaHHBIX Interna-
tional FH Foundation Ha 80-m Konrpecce EBpomneiickoro aTepo-
cksieporuydeckoro obmectBa (European Atherosclerosis Society,
Mwunan, 2012 r.) 1 Ha BceMUpHOM KOHTpecce MO KJIUHHYECKOH
sunugosoruu (World Congress of Clinical Lipidology, Bymanemrr,
2012 r.). GFW noArotoBuJ NnepByl0 peJaKkIUI0 peKoMeHJalui
U PYKONHMCh, KOTOpasl Oblla B JaJbHEHLIEM JONOJHEHA U OT-
penaktupoBaHa SG, AW u PPT c yueToM [JONOJHUTENbHBIX KOM-
MeHTapHueB, NMOJIyYeHHbIX OT BCeX 4eHOB rpynnbl. Ha Tpex Te-
nexoHdepennusax GFW, SG, AW u PPT o6cyannu u Ha ocHOBa-
HUM TpeJbIAYLIero KOHCEHCyCa, HAy4YHbIX MNyOJMKALUN
Y MHEHUsl 3KCIEPTOB MOJHOCTBIO COTJIAaCOBaJM YPOBEHb JlOKa-
3aTeJIbHOCTU U CTeNeHb KJIUMHUYECKOW peKoMeHJaunuu. Peko-
MeHJaluu elle pa3 06CY»K/Ja/JIUCb U COIVIACOBBIBAIMCH OTAEJb-
HbIMU wieHamu rpynnsl (AW, PM, FJR, BT, RA, ML) Ha ceMuHape
B pamkax 81-ro Konrpecca EBpomneickoro aTepocKJIepOTH-
yeckoro obmectBa (European Atherosclerosis Society, JIvoH,
2013 r.), International FH Foundation. Pejaki{HOHHBII KOMUTET
elle pa3 mepecMOTpes NpefBapUTENbHYI0 BEPCHI0 JJOKYMEHTa
W JIOCTUT TOJIHOI'O KOHCEHCyca M0 peKOMeHJaL UM, HU3JI0KEH-
HbIM B pyKoBozcTBe. GFW 3aTeM moAroToBUJ OKOHYATeJbHBIN
MpOEeKT AoKyMeHTa. /lo moAmnucaHus B MedyaThb JOKYMEHT Obla
o/l06peH BCeMM 4eHaMH Ipynnbl. PeKkoMeHJaUUM U JOKyMeH-
Thl ObLIM TaKXe MPOAHAJM3UPOBAHbl U TMOJHOCTbIO OZ06pEHbI
National Lipid Association B aBrycte 2013 1.

Ilpunoxenue B. Be6-caitTel, nocBsmeHHbie CI,
U COOTBETCTBYIOIMie OHJIaHH-PecypcChl

¢ British Heart Foundation
www.bhf.org.uk
Benyuuii 6puTaHcKui GOHJ, KOTOPBIA NpPeLOCTaBJsSET OT-
JINYHble HHGOPMAIMOHHbIE PeCYypPChl MEAUIIMHCKUM pPaboT-
HUKaM M TalydeHTaM, BKJOYasg HHPOPMaTHUBHbIE BH/EO
M0 IIHUPOKOMY CHEKTpY 3a6oJsieBaHUUM U (aKTOpaM pHCKa.
¢ FH Australasia Network, Australian Atherosclerosis Society
www.athero.org.au/FH
Be6-caiiT FH Australasia Network cosiepkuT o6pasoBaTesib-
Hble MaTepHasbl U 06ecrieunBaeT WHPOPMAIMOHHYIO MOJ-
JEepKKy MAlMEeHTOB U MEJUIMHCKHUX pPabOTHHKOB, CIelra-
ausupywonuxcsa Ha CIL Takxke mnpejcTaB/ieHa UHTErPUPO-
BaHHas MO/JieJib JIeYeHUs] U NyTH HaNpaBJIeHUs OGOJIbHBIX.
Celiyac ceTb paboTaeT HaJ CO3JaHUEM eJUHOTO OHJIAHH-
peecTpa ¢ MeX/YHapOAHBIM JIOCTYIIOM.

FHChol Austria, Austrian FH Patient Organization
www.thchol.at

ABcTpuiicKas opraHMsalus TOAJEPKKH MNallMeHTOB, pac-
npocTpaHsomas nHGopMaIMoHHbIe U 06yJalolie MaTepy-
aJpl /J1s1 NAlMeHTOB M MX CeMel Mo BCeM acleKTaM Jua-
THOCTUKU U siedeHus CL.

FH Guideline Implementation Team Toolkit
www.heartuk.org.uk/FHToolkit

BecuenHblil pecypc A BHezApeHus pykosogcTBa NICE 71
10 JAUArHocTuke W JyiedeHuto CI.

FH Norway, Norwegian FH Patient Organization
www.f-h.no

HopBexckasi opraHusanys NOAAEepKKH MallMeHTOB, Pacnpo-
cTpaHsoIas HHGOPMaLMOHHbIE U 00yJalolMe MaTepraJbl
JII MallMeHTOB U UX ceMel 1Mo BceM acneKTaM AUarHOCTH-
k4 u sedeHusi CL.

FH Support Group of Western Australia
www.fhfamilysupportgroup.websyte.com.au

Be6-callT nepBoil B ABCTpasIuM TpyIIbl NOJAJEPKKU ceMeit
¢ CT' npepocTaBisieT Heo6xXoAuMYy0 MHbOpMalHIo, obecre-
YUBAET KOHTAKT U IOAJEPKKY.

FH Portugal, Portuguese FH Patient Organization
www.fhportugal.pt

[TopTyranbckasi opraHu3anus NOALEepKKH NalMeHTOB, pac-
npocTpaHsoLas HHGOPMAMOHHbIE U 06y4Yalolie MaTepu-
aJipl [JI MAallMeHTOB U MX CeMeH 10 BCeM aclleKTaM Jua-
FHOCTUKHU U JiedeHus CI.

Foundation for the Identification of Personswith
Inherited Hypercholesterolaemia (StoEH)

www.stoeh.nl

OcHoBHas opraHusauus B Huzepsianzax 1o BbISIBJIEHHIO
cnydaeB CI' ob6ecneunBaeTr mauueHToB ¢ CI' Heo6xonUMOU
nHpopmaruel, B ToM yucie mo CC3 (www. hartenvaatgroup.nl);
www.jojogenetics.nl obecnedynBaeT MeJUIMHCKHAX PaGOTHU-
KOB Heo6xoJuMoH MHpopManuel no ananusy JHK.
German FH Patient Organization

www.cholco.org

Hemenkass opraHusanusi NMoAJep)KKU MAlMEHTOB, Pacnpo-
cTpaHsAIas HHGOPMALMOHHbIE U 00y4aloljie MaTepraJsbl
JUIS TALMEeHTOB U UX CeMeHd, a TakXe [JJI MeJUIMHCKHUX
paGOTHUKOB U CIELHaJHCTOB, pa3pabaThIBAIOIHUX MOJUTH-
Ky B 00JIaCTH 3/paBOOXpAaHEHHsI IO BCEM acleKTaM Jiua-
THOCTUKU U siedeHus CL.

HEART UK

www.heartuk.org.uk

Benymasi 6s1aroTBopuTesibHas opraHu3anus Benuko6pura-
HUM N0 3a60J1eBaHUSM, CBSI3aHHBIM C XoJiecTepruHoM. [lpe-
JIOCTaBJIsIeT 3HAYUTE/JbHble HHQPOpPMALMOHHBIE PECYPCHI
JUIE MEAUIIMHCKUX PaOOTHUKOB, NALlUEHTOB U UX CeMeH 1o
BCEM acleKTaM JUArHoCTUKU U JedyeHus CL.

Hipercol Brasil

www.hipercolesterolemia.com.br

Be6-caliT A manueHToB ¢ CI' U MeAUIMHCKUX PabOTHHU-
KoB, nojJepxkuBaeMblii Heart Institute (InCor), University
of Sao Paulo Medical School Hospital; npefgocraBasieT uH-
¢dopMaluIo Ha MOPTYTaJbCKOM S3bIKE O CKPUHMHIE U KJIU-
HUYeCKOH M reHeTH4yeckod guarHoctuke CI' B Bpasuiun.
Human Genetics Society of Australasia

www.hgsa.org.au

Begyiee aBcTpasia3uiicKoe OGIECTBO, MpPeLOCTABJSIOIIEE
o6pa3oBaTeJIbHblEe MaTepHasbl, 06y4eHHe, CTpaTEruy, pyKo-
BOJICTBA U 3asBJIEHUs O MO3UIMM 110 BCEM acleKTaM reHe-
TUKU YeJsI0BeKa.

International FH Foundation

www.fh-foundation.org

®onz, 06pa3oBaHHbIN B pedysbrare ciavusHuss MEDPED-Inter-
national 1 HEART-EU, nponaravfupyoumuil pyTUHHYIO Aua-
rHOoCTUKY W JiedyeHHe CI. OGecnieynBaeT MOAJEPXKKY NaljMeH-
TOB, CeMel, ucciefoBaTe/ied U MeJUIIMHCKUX PabOTHUKOB.
Japan Atherosclerosis Society

www.j-athero.org

Wudopmanusa no CI' Ha SAMOHCKOM SI3bIKE /sl MalMeHTOB
Y MeJJUIIUHCKUX PaGOTHUKOB. PEKOMEH/I0BAaHO MOCETUTb UX

IIpy DUTHPOBAaHMHU 3TOH CTATBM MCHOJIB3YyiiTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.
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BebO-CaiT BMeCTe BeO-CaMTOM accolyaluMM MalMeHTOB
www.apheresis.web.fe2.com.

Learn Your Lipids, NLA

www.learnyourlipids.com

Wudopmarnus A DalMeHTOB C JUCIUIHAEMHUSMH, BKJIIO-
yas CI, npesnocraBieHHas the National Lipid Association in
the US.

Lipids Online, Baylor College of Medicine
www.lipidsonline.org

OnstaiiH-pecypc, koopanaupyemelii Baylor College of Medi-
cine (Houston, Texac, CIIIA), npenocTtaB/isieT HHGOPMALOH-
Hble MaTepHasbl (CIai/ibl, BUAEOKOHPEPEHIIMH, KOMMEHTA-
puu) [ KJIMHULKCTOB, HCCJIef0BaTesed U npenojaBaTe-
JIed 10 HEeKOTOPBbIM acleKTaM JiedeHUs AUCIUNUAEMHH,
aTepockiieposa u CC3

Make Early Diagnosis Prevent Early Death (MEDPED) FH
www.medped.org

PacnonoxeHHblii B CIIA Be6-callT npoekta MEDPED Proj-
ect, koopauHupyeMmbiii the University of Utah School of
Medicine (Salt Lake City, IOTa, CIIIA) 1 nocBsilieHHbIH BceM
acrneKkTaM AMarHOCTHKHU U JedeHus CI, Bkio4as obydyeHHe
NaIlMeHTOB M UX CeMeH, TakXKe Ha caiiTe MpeANpPUHSATA I0-
IbITKa CO3/aTh NepBbli peecTp manueHToB ¢ CI' B CIIA.
National Genome Research Institute, National Institutes
of Health

www.genome.gov/25520184

O6mas nHoopmanus mno CI.

www.genome.gov/11510372

[lose3Hble KJIMHUYECKHE METO/Ib] OLIEHKH CeMeHHOro aHaMHesa.
www.genome.gov/11510371

NHbopMalMOHHbIE pecypchl 10 0o0Lield reHeTHKe JJis Me-
JULUHCKAX PabOTHUKOB.

National Heart Foundation, Australia
www.heartfoundation.org.au

Bespymasa 6/aroTBOpUTeJibHAs OpraHU3anus ABCTpasuy,
npeJocTaBsonas HHGOPMalMOHHbIE PECYPChl JJIT MeJU-
IIMHCKUX PAaGOTHHUKOB W OOLIECTBEHHOCTH IO BCEM aclek-
TaM MepBUYHOU U BTOPUYHOU mpoduakTuku CC3.
National Lipid Association (NLA), US

www.lipid.org

PacnosnoxkenHoe B CIIA MynbTUAMCHUIIMHAPHOE OO6IIe-
CTBO, IIPe/IOCTaBISIONIEE 00yYEHUE, TEPENIOATOTOBKY, PyKO-
BOJICTBA U 3asiBJIEHHs O MO3ULMM 10 BCEM aclleKTaM Jua-
THOCTUKH U JIeYeHUsl AUCJIUNUAEMUU W CBSI3aHHBIX C HeH
3ab0JieBaHUH.

New Zealand Guidelines Group

WWW.Nzgg.org.nz

Ipynna skcneptoB u3 HoBo#l 3esaHAuH, ClElUaTU3UPYIO-
1ascs Ha BHEJAPEHUM PYKOBOJCTB IO Jyylled KJIWHHYe-
CKOM NpPaKTHKe; OTIMYHbIE PECYPChI 110 BBIBJIEHHUIO U KOP-
peKLHH Bcex PaKTOPOB KapAHOBACKYJAPHOTO PHUCKA.

The FH Foundation

www.thefhfoundation.org

®onp nogaepxky nagueHToB B CIIIA, nocBsilieHHbBIN NOBbI-
IIEHHI0 OcBeJoMJIeHHOCTH 0 CI' myTeM 06y4yeHHs, MpUBJIE-
YeHUs1 BHUMaHUSA U NPOBEJEHUs HAY4YHbIX MCC/e/0BAaHUN;
B koHIe 2013 1. co3jjan nepBbld 06061eHHBINA peecTp CI.
Spanish FH Foundation

www.colesterolfamiliar.org

@oHJ, MpeoCcTaBIALIMA NOALEPKKY U 00ydeHHe NalleH-
ToB ¢ C[' M MX ceMel, a TaKKe MeJUIMHCKUX PaGOTHUKOB
U CIELUaJUCTOB, pa3pabaThbIBAIOIMX MOJIUTHUKY B 00JIACTH
3/ipaBooxpaHeHHus. Takxke Mojiep>KUBaeT HALMOHAIbHBIA pe-
eCTp AJ1s1 HAyYHBIX MCCIeOBAaHUH M MEJUIIMHCKOTO ayJuTa.
Preventive Cardiovascular Nurses Association (PCNA)
www.pcna.net/patients/familial-hypercholesterolemia
PacnosioxkenHbiii B CILIA pecypc, npefocTaBasitolini HHGop-
MallMl0 0 BCTpedax, OHJIAHH-06Y4YeHUH, KaMIIaHUSAX U HOBO-
CTAX N0 MPOPHUIAKTHKE CEPJeYHO-COCYJUCTOTO PHUCKA, CBS-
3a”Horo c CI. [losie3nblit pecypc A/ NallMEHTOB 10 OCHOBaM
JIMarHOCTHKH U JsiedeHus: CI' quis Jiioiel B pasHBIX CTpaHax.
Public Health Genomics Foundation, UK
www.phgfoundation.org

MexayHapoJHbli GoHJ, NyOGJIUKYIOLMA aBTOPUTETHBIE J10-
KJ1aZibl IO POJIM HOBBIX OTKPBITUH B TeHOMHUKE B 3/]paBOOX-
paHeHWH, CalT COJEpPKUT OTJIHUYHBbIE JOKYMEHTHI M0 MeJH-
IIMHCKUM ycJyraM B o6sacTu Hacienyembix CC3.

Wales FH Testing Service, Cardiff University
www.fhwales.co.uk

Benymuii cepuc no CI' B Besinko6puTaHuu, npefocTaBsi-
IOIMH T0JIE3HYI0 MHPOpMALUI0 M pecypchbl 0 KJIWHHUYe-
CKOHM MpaKTHKe, BKiItouas AesatesbHocTb FH Family Forum.

Cnvcok sMTeparTypsl

(1

[2]

(3]

[4]
[5]

[6]

[7]

(8]

[9]

[10]

[11]

[12]

[13]

[14]

[15]

[16]

[17]

[18]

[19]

Austin MA, Hutter CM, Zimmern RL, Humphries SE. Genetic causes
of monogenic heterozygous familial hypercholesterolaemia: a HuGE
prevalence review. Am ] Epidemiol 2004;160:407-20.

Soutar AK, Naoumova RP. Mechanisms of disease: genetic causes
of familial hypercholesterolemia. Nat Clin Pract Cardiovasc Med
2007;4:214-25.

Marks D, Thorogood M, Neil HAW, Humphries SE. A review on the
diagnosis, natural history, and treatment of familial hypercholes-
terolaemia. Atherosclerosis 2003;168:1-14.

World Health Organization. Familial hypercholesterolaemia: report
of aWHO consultation. Paris: World Health Organisation; 1997.
Umans-Eckenhausen MAW, Defesche ]C, Sijbrands EJG, Scheerder
RLJM, Kastelein JJP. Review of first 5 years of screening for familial
hypercholesterolaemia in the Netherlands. Lancet 2001;357:165-8.
National Institute for Health and Clinical Excellence, The National
Collaborating Centre for Primary Care. NICE clinical guideline 71:
identification and management of familial hypercholesterolaemia;
2008.

Civeira F. Guidelines for the diagnosis and management of hetero-
zygous familial hypercholesterolaemia. Atherosclerosis 2004;
173:55-68.

Watts GF, Sullivan DR, Poplawski N, et al. Familial hypercholester-
olaemia: a model of care for Australasia. Atheroscler Suppl
2011;12:221-63.

Goldberg AC, Hopkins PN, Toth PP, et al. Familial hypercholester-
olemia: screening, diagnosis and management of pediatric and
adult patients: clinical guidance from the National Lipid Associa-
tion Expert Panel on Familial Hypercholesterolemia. J Clin Lipidol
2011;5:133-40.

National Cholesterol Education Program (NCEP). Third Report of
the National Cholesterol Education Program (NCEP) expert panel
on detection, evaluation, and treatment of high blood cholesterol
in adults (Adult Treatment Panel III) final report. Circulation
2002;106:3143-421.

Perk ], De Backer G, Gohlke H, et al. European Guidelines on cardio-
vascular disease prevention in clinical practice (version 2012). The
Fifth Joint Task Force of the European Society of Cardiology and
Other Societies on Cardiovascular Disease Prevention in Clinical
Practice (constituted by representatives of nine societies and by in-
vited experts) developed with the special contribution of the Euro-
pean Association for Cardiovascular Prevention & Rehabilitation
(EACPR). Eur Heart ] 2012;33:1635-701.

Brunzell JD, Davidson M, Furberg CD, et al. Lipoprotein manage-
ment in patients with cardiometabolic risk. Diabetes Care
2008;31:811-22.

Reiner Z, Catapano AL, De Backer G, et al. ESC/EAS Guidelines for
the management of dyslipidaemias. The Task Force for the man-
agement of dyslipidaemias of the European Society of Cardiology
(ESC) and the European Atherosclerosis Society (EAS). Eur Heart
] 2011;32:1769-818.

International Atherosclerosis Society. IAS position paper: global
recommendations for the management of dyslipidemia; 2013.
Nordestgaard BG, Chapman M], Humphries SE, et al. Familial hy-
percholesterolaemia is underdiagnosed and undertreated in the
general population: guidance for clinicians to prevent coronary
heart disease. Consensus statement of the European Atheroscle-
rosis Society. Eur Heart ] 2013:1-14.

Santos RD, Gagliardi ACM, Xavier HT, et al. Brazilian guidelines to
familial hypercholesterolaemia (FH). Arq Bras Cardiol 2012;99:1-28.
Neil HAW, Hammond T, Huxley R, Matthews DR, Humphries SE.
Extent of underdiagnosis of familial hypercholesterolaemia in rou-
tine practice: prospective registry study. Br Med ] 2000;321:148.
Pijlman AH, Huijgen R, Verhagen SN, et al. Evaluation of choles-
terol lowering treatment of patients with familial hypercholester-
olemia: a large cross-sectional study in The Netherlands. Athero-
sclerosis 2010;209:189-94.

Descamps OS, Tenoutasse S, Stephenne X, et al. Management
of familial hypercholesterolemia in children and young adults:
consensus paper developed by a panel of lipidologists, cardiolo-
gists, paediatricians, nutritionists, gastroenterologists, general
practitioners and a patient organization. Atherosclerosis
2011;218:272-80.

Ilpy DUTHPOBAHMM 3TOM CTAaTbM MCHOJB3yHTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.




Ilepesedero u3 sxcypHaaa: International Journal of Cardiology 171 (2014) 17

[20]

[21]

[22]

(23]

[24]

[25]

[26]

[27]

(28]

[29]

[30]

[31]

(32]

(33]

[34]

(35]

[36]

(37]

(38]

(39]

[40]

[41]

[42]

[43]

[44]

[45]

[46]

Daniels SR, Gidding SS, de Ferranti SD. Pediatric aspects of famil-
ial hypercholesterolemias: recommendations from the National
Lipid Association Expert Panel on Familial Hypercholesterolemia.
J Clin Lipidol 2011;5:S30-7.

Kusters DM, de Beaufort C, Widhalm K, et al. Paediatric screening for
hypercholesterolaemia in Europe. Arch Dis Child 2012;97:272-6.
Harada-Shiba M, Arai H, Oikawa S, et al. Guidelines for the man-
agement of familial hypercholesterolemia. ] Atheroscler Thromb
2012;19:1043-60.

World Health Organization. Building blocks for action innovative
care for chronic conditions: global report; 2002.

Morris JK, Wald DS, Wald NJ. The evaluation of cascade testing for
familial hypercholesterolemia. Am ] Med Genet A 2011;158:78-84.
Bates TR, Burnett JR, van Bockxmeer FM, Hamilton S, Arnolda L,
Watts GF. Detection of familial hypercholesterolaemia: a major
treatment gap in preventative cardiology. Heart Lung Circ
2008;17:411-3.

Scientific Steering Committee on behalf of the Simon Broome Reg-
ister Group. Risk of fatal coronary heart disease in familial hyper-
cholesterolaemia. Br Med ] 1991;303:893-6.

Kirke A, Watts GF, Emery J. Detecting familial hypercholesterolae-
mia in general practice. Aust Fam Physician 2012;41:965-8.
Qureshi N, Humphries SE, Seed M, Rowlands P, Minhas R. NICE
Guideline Development Group. Identification and management of
familial hypercholesterolaemia: what does it mean to primary
care? Br ] Gen Pract 2009;59:773-8.

Tiyyagura SR, Smith DA. Standard lipid profile. Clin Lab Med
2006;26:707-32.

Bell DA, Hooper A], Bender R, et al. Opportunistic screening for
familial hypercholesterolaemia via a community laboratory. Ann
Clin Biochem 2012;49:534-7.

Datta BN, McDowell IF, Rees A. Integrating provision of specialist
lipid services with cascade testing for familial hypercholesterolae-
mia. Curr Opin Lipidol 2010;21:366-71.

Raal FJ, Santos RD. Homozygous familial hypercholesterolemia:
current perspectives on diagnosis and treatment. Atherosclerosis
2012;223:262-8.

UK HEART. FH Guideline Implementation Team Toolkit. www:.
heartuk.org.uk; 2010.

World Health Organization. Familial hypercholesterolaemia. Re-
port of a second WHO consultation. Geneva: World Health Orga-
nization; 1999.

Williams RR, Hunt SC, Schumacher MC, et al. Diagnosing heterozy-
gous familial hypercholesterolemia using new practical criteria vali-
dated by molecular genetics. Am | Cardiol 1993;72:171-6.

Chow CK, Islam S, Bautista L, et al. Parental history and myocar-
dial infarction risk across the world: the INTERHEART study.
] Am Coll Cardiol 2011;57:619-27.

Ritchie SK, Murphy EC-S, Ice C, et al. Universal versus targeted
blood cholesterol screening among youth: the CARDIAC project.
Pediatrics 2010;126:260-5.

Niu D-M, Chong K-W, Hsu J-H, et al. Clinical observations, molecu-
lar genetic analysis, and treatment of sitosterolemia in infants and
children. ] Inherit Metab Dis 2010;33:437-43.

Veerkamp M]J, de Graaf ], Hendriks JCM, Demacker PNM, Stalen-
hoef AFH. Nomogram to diagnose familial combined hyperlipid-
emia on the basis of results of a 5-year follow-up study. Circula-
tion 2004;109:2980-5.

Carmena R, Roy M, Roederer G, Minnich A, Davignon ]. Coexisting
dysbetalipoproteinemia and familial hypercholesterolemia: clinical
and laboratory observations. Atherosclerosis 2000;148:113-24.
Ooi EMM, Barrett PHR, Watts GF. The extended abnormalities in
lipoprotein metabolism in familial hypercholesterolemia: develop-
ing a new framework for future therapies. Int ] Cardiol
2013;168:1811-8.

Jones PH, Davidson MH, Stein EA, et al. Comparison of the effi-
cacy and safety of rosuvastatin versus atorvastatin, simvastatin,
and pravastatin across doses (STELLAR Trial). Am ] Cardiol
2003;92:152-60.

Jansen ACM, van Aalst-Cohen ES, Tanck MW, et al. The contribu-
tion of classical risk factors to cardiovascular disease in familial
hypercholesterolaemia: data in 2400 patients. J Intern Med
2004;256:482-90.

Oosterveer DM, Versmissen ], Schinkel AF, Langendonk ]G, Mulder
M, Sijbrands EJ. Clinical and genetic factors influencing cardiovas-
cular risk in patients with familial hypercholesterolemia. Clin Li-
pidol 2010;5:189-97.

Neefjes LA, Ten Kate G-JR, Rossi A, et al. CT coronary plaque bur-
den in asymptomatic patients with familial hypercholesterolae-
mia. Heart 2011;97:1151-7.

Claassen L, Henneman L, Kindt I, Marteau TM, Timmermans DRM.
Perceived risk and representations of cardiovascular disease and
preventive behaviour in people diagnosed with familial hypercho-
lesterolemia. ] Health Psychol 2010;15:33-43.

(47]

(48]

[49]

[50]

(51]

[52]
[53]

[54]

[55]

[56]

[57]

(58]

[59]

[60]

[61]

[62]

[63]

[64]

[65]

[66]

[67]
(68]

[69]

Marteau T, Senior V, Humphries SE, et al. Psychological impact of
genetic testing for familial hypercholesterolemia within a previ-
ously aware population: a randomized controlled trial. Am ] Med
Genet 2004;128A:285-93.

Junyent M, Gilabert R, Jarauta E, et al. Impact of low-density lipo-
protein receptor mutational class on carotid atherosclerosis in
patients with familial hypercholesterolemia. Atherosclerosis
2010;208:437-41.

Nordestgaard BG, Chapman M], Ray K, et al. Lipoprotein(a) as
a cardiovascular risk factor: current status. Eur Heart
] 2010;31:2844-53.

Thanassoulis G, Campbell CY, Owens DS, et al. Genetic associa-
tions with valvular calcification and aortic stenosis. N Engl ] Med
2012;368:503-12.

Stone NJ, Robinson ], Lichtenstein AH, et al. ACC/AHA guideline
on the treatment of blood cholesterol to reduce atherosclerotic
cardiovascular risk in adults: a report of the American College of
Cardiology/American Heart Association Task Force on Practice
Guidelines. Circulation 2013. http://dx.doi.org/10.1016/j.
jacc.2013.11.002.

Lloyd-Jones DM. Cardiovascular risk prediction: basic concepts, cur-
rent status, and future directions. Circulation 2010;121:1768-77.
Wiegman A, de Groot E, Hutten BA, et al. Arterial intima-media
thickness in children heterozygous for familial hypercholesterol-
aemia. Lancet 2004;363:369-70.

Vuorio A, Doherty KF, Humphries SE, Kuoppala ], Kovanen PT.
Statin treatment of children with familial hypercholesterolemia —
trying to balance incomplete evidence of long-term safety and
clinical accountability: are we approaching a consensus? Athero-
sclerosis 2013;226:315-20.

Greenland P, Alpert JS, Beller GA, et al. 2010 ACCF/AHA guideline
for assessment of cardiovascular risk in asymptomatic adults:
a report of the American College of Cardiology Foundation/Amer-
ican Heart Association Task Force on Practice Guidelines. Circula-
tion 2010;122:2748-64.

Den Ruijter HM, Peters SAE, Anderson TJ, et al. Common carotid
intima-media thickness measurements in cardiovascular risk pre-
diction: a meta-analysis carotid intima-media thickness and risk
prediction. ] Amer Med Assoc 2012;308:796-803.

Smilde TJ, van Wissen S, Wollersheim H, Trip MD, Kastelein JJ,
Stalenhoef AF. Effect of aggressive versus conventional lipid low-
ering on atherosclerosis progression in familial hypercholesterol-
aemia (ASAP): a prospective, randomised, double-blind trial. Lan-
cet 2001;357:577-81.

Clarke RE], Padayachee ST, Preston R, et al. Effectiveness of alterna-
tive strategies to define index case phenotypes to aid genetic diag-
nosis of familial hypercholesterolaemia. Heart 2013;99:175-80.
Cho I, Chang H-J, Sung JM, et al. Coronary computed tomographic
angiography and risk of all-cause mortality and nonfatal myocar-
dial infarction in subjects without chest pain syndrome from the
CONFIRM Registry (Coronary CT Angiography Evaluation for Clin-
ical Outcomes: An International Multicenter Registry) clinical per-
spective. Circulation 2012;126:304-13.

Anderson TJ, Grégoire ], Hegele RA, et al. 2012 Update of the
Canadian Cardiovascular Society guidelines for the diagnosis and
treatment of dyslipidemia for the prevention of cardiovascular
disease in the adult. Can J Cardiol 2013;29:151-67.

Huijgen R, Vissers MN, Kindt I, et al. Assessment of carotid ath-
erosclerosis in normocholesterolemic individuals with proven mu-
tations in the low-density lipoprotein receptor or apolipoprotein
B genes. Circ Cardiovasc Genet 2011;4:413-7.

Michos ED, Nasir K, Rumberger JA, et al. Relation of family his-
tory of premature coronary heart disease and metabolic risk fac-
tors to risk of coronary arterial calcium in asymptomatic subjects.
Am ] Cardiol 2005;95:655-7.

Engelen L, Ferreira I, Stehouwer CD, et al. Reference intervals for
common carotid intima-media thickness measured with echotrack-
ing: relation with risk factors. Eur Heart ] 2012. http://dx.doi.
org/10.1093/eurheartj/ehs380.

Sijbrands E, Westendorp R, Defesche ], et al. Mortality over two
centuries in large pedigree with familial hypercholesterolaemia:
family tree mortality study. Br Med ] 2001;322:1019-23.
Thompson GR, Catapano A, Saheb S, et al. Severe hypercholester-
olaemia: therapeutic goals and eligibility criteria for LDL apher-
esis in Europe. Curr Opin Lipidol 2010;21:492-8.

Martin AC, Coakley ], Forbes DA, Sullivan DR, Watts GF. Familial
hypercholesterolaemia in children and adolescents: a new paediat-
ric model of care. ] Paediatr Child Health 2013;49:E263-72.
McCrindle BW. Familial hypercholesterolemia in children and ad-
olescents. Curr Opin Lipidol 2012;23:525-31.

Wiegman A, Rodenburg ], de Jongh S, et al. Family history and
cardiovascular risk in familial hypercholesterolemia data in more
than 1000 children. Circulation 2003;107:1473-8.

van der Graaf A, Avis HJ, Kusters DM, et al. Molecular basis of
autosomal dominant hypercholesterolemia: assessment in a large
cohort of hypercholesterolemic children. Circulation 2011;
123:1167-73.

IIpy DUTHPOBAaHMHU 3TOH CTATBM MCHOJIB3YyiiTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.




18

Ilepesedero u3 sxcypHaaa: International Journal of Cardiology 171 (2014) 309-325

[70]

[71]

[72]

[73]

[74]

[75]

[76]

(771

(78]

[79]

[80]

[81]

(82]

[83]

[84]

[85]

(86]

(871

(88]

[89]

[90]

[91]

Langslet G, Ose L. Screening methods in the diagnosis and assess-
ment of children and adolescents with familial hyper-
cholesterolemia. Expert Rev Cardiovasc Ther 2013;11:1061-6.
Starr B, Hadfield G, Hutton BA, et al. Development of sensitive and
specific age-and gender-specific low-density lipoprotein choles-
terol cutoffs for diagnosis of first degree relatives with familial
hypercholesterolaemia in cascade testing. Clin Chem Lab Med
2008;46:791-803.

Wald DS, Bestwick JP, Wald NJ. Child-parent screening for familial
hypercholesterolaemia: screening strategy based on a meta-anal-
ysis. Br Med ] 2007;335:599-603.

Freedman DS, Wang YC, Dietz WH, Xu J-H, Srinivasan SR, Berenson
GS. Changes and variability in high levels of low-density lipoprotein
cholesterol among children. Pediatrics 2010;126:266-73.

Kavey R-EW, Allada V, Daniels SR, et al. Cardiovascular risk reduc-
tion in high-risk pediatric patients: a scientific statement from the
American Heart Association expert panel on population and pre-
vention science; the Councils on cardiovascular disease in the
young, epidemiology and prevention, nutrition, physical activity
and metabolism, high blood pressure research, cardiovascular
nursing, and the kidney in heart disease; and the Interdisciplinary
Working Group on quality of care and outcomes research. Circula-
tion 2006;114:2710-38.

Gidding SS, Bookstein LC, Chomka EV. Usefulness of electron beam
tomography in adolescents and young adults with heterozygous
familial hypercholesterolemia. Circulation 1998;98:2580-3.

Urbina EM, Williams RV, Alpert BS, et al. Noninvasive assessment
of subclinical atherosclerosis in children and adolescents: recom-
mendations for standard assessment for clinical research: a sci-
entific statement from the American Heart Association. Hyperten-
sion 2009;54:919-50.

Marks D, Wonderling D, Thorogood M, Lambert H, Humphries SE,
Neil HAW. Cost effectiveness analysis of different approaches of
screening for familial hypercholesterolaemia. Br Med
] 2002;324:1303-9.

Ademi Z, Watts GE Juniper A, Liew D. A systematic review of
economic evaluations of the detection and treatment of familial
hypercholesterolemia. Int ] Cardiol 2013;167:2391-6.

Humphries SE, Norbury G, Leigh S, Hadfield SG, Nair D.What is
the clinical utility of DNA testing in patients with familial hyper-
cholesterolaemia? Curr Opin Lipidol 2008;19:362-8.

Suthers GK, Armstrong J, McCormack ], Trott D. Letting the fam-
ily know: balancing ethics and effectiveness when notifying rela-
tives about genetic testing for a familial disorder. ] Med Genet
2006;43:665-70.

Hadfield SG, Horara S, Starr BJ, et al. Family tracing to identify
patients with Familial Hypercholesterolaemia: the second audit of
the Department of Health familial hypercholesterolaemia cascade
testing project. Ann Clin Biochem 2009;46:24-32.

Neil HAW, Hammond T, Mant D, Humphries SE. Effect of statin
treatment for familial hypercholesterolaemia on life assurance:
results of consecutive surveys in 1990 and 2002. Br Med
] 2004;328:500-1.

Hollands G, Armstrong D, Macfarlane A, Crook M, Marteau T. Pa-
tient accounts of diagnostic testing for familial hypercholesterol-
aemia: comparing responses to genetic and non-genetic testing
methods. BMC Med Genet 2012;13:87.

Suthers GK, McCusker EA, Wake SA. Alerting genetic relatives to
a risk of serious inherited disease without a patient's consent.
Med ] Aust 2011;194:385-6.

Taylor A, Wang D, Patel K, et al. Mutation detection rate and spec-
trum in familial hypercholesterolaemia patients in the UK pilot
cascade project. Clin Genet 2010;77:572-80.

Lombardi MP, Redeker EJW, van Gent DHM, Smeele KL, Weeder-
stein R, Mannens MM. Molecular genetic testing for familial hy-
percholesterolaemia in the Netherlands: a stepwise screening
strategy enhances the mutation detection rate. Genet Test
2006;10:77-84.

Hooper AJ], Nguyen LT, Burnett JR, et al. Genetic analysis of famil-
ial hypercholesterolaemia in Western Australia. Atherosclerosis
2012;224:430-4.

MotazackerMM, Pirruccello ], Huijgen R, et al. Advances in genetics
show the need for extending screening strategies for autosomal
dominant hypercholesterolaemia. Eur Heart ] 2012;33:1360-6.
Ahmad Z, Adams-Huet B, Chen C, Garg A. Low prevalence of mu-
tations in known loci for autosomal dominant hypercholesterol-
emia in a multiethnic patient cohort. Circ Cardiovasc Genet
2012;5:666-75.

Talmud PJ, Shah S,Whittall R, et al. Use of low-density lipoprotein
cholesterol gene score to distinguish patients with polygenic and
monogenic familial hypercholesterolaemia: a case-control study.
The Lancet 2013;381:13-9.

Nherera L, Marks D, Minhas R, Thorogood M, Humphries SE.
Probabilistic cost-effectiveness analysis of cascade screening for
familial hypercholesterolaemia using alternative diagnostic and
identification strategies. Heart 2011;97:1175-81.

[92] European Society of Human Genetics. Genetic testing in asymp-
tomatic minors: recommendations of the European Society of Hu-

man Genetics. Eur ] Hum Genet 2009;17:720-1.

Khoury M]J, Coates R], Evans JP. Evidence-based classification of
recommendations on use of genomic tests in clinical practice:
dealing with insufficient evidence. Genet Med 2010;12:680-3.
National Institute for Health and Clinical Excellence. Elucigene
FH20 and LIPOchip for the diagnosis of familial hypercholesterol-
aemia; 2011.

Taylor A, Martin B, Wang D, Patel K, Humphries SE, Norbury G.
Multiplex ligationdependent probe amplification analysis to
screen for deletions and duplications of the LDLR gene in patients
with familial hypercholesterolaemia. Clin Genet 2009;76:69-75.
Usifo E, Leigh SEA, Whittall RA, et al. Low-density lipoprotein
receptor gene familial hypercholesterolemia variant database:
update and pathological assessment. Ann Hum Genet 2012;76:387-
401.

Robinson ]G, Goldberg AC. Treatment of adults with familial hy-
percholesterolemia and evidence for treatment: recommendations
fromthe National Lipid Association Expert Panel on Familial Hy-
percholesterolemia. ] Clin Lipidol 2011;5:518-29.

Watts GE Juniper A, van Bockxmeer F, Ademi Z, Liew D, O'Leary
P. Familial hypercholesterolaemia: a review with emphasis on ev-
idence for treatment, new models of care and health economic
evaluations. Int ] Evid Based Health 2012;10:211-21.

Chapman M], Ginsberg HN, Amarenco P, et al. Triglyceride-rich

lipoproteins and high-density lipoprotein cholesterol in patients

at high risk of cardiovascular disease: evidence and guidance for
management. Eur Heart ] 2011;32:1345-61.

[100] Broekhuizen K, Gm]], Mireille van Poppel NM, Lj LK, Brug ], van
Mechelen W. Is the process of delivery of an individually tailored
lifestyle intervention associated with improvements in LDL cho-
lesterol and multiple lifestyle behaviours in people with familial
hypercholesterolemia? BMC Public Health 2012;12:348.

[101] Lichtenstein AH, Appel L], Brands M, et al. Diet and lifestyle rec-

ommendations revision 2006: a scientific statement from the

American Heart Association Nutrition Committee. Circulation

2006;114:82-96.

[102] Gidding SS, Lichtenstein AH, Faith MS, et al. Implementing Amer-
ican Heart Association pediatric and adult nutrition guidelines:
a scientific statement from the American Heart Association Nutri-
tion Committee of the Council on nutrition, physical activity and
metabolism, Council on cardiovascular disease in the young,
Council on arteriosclerosis, thrombosis and vascular biology,
Council on cardiovascular nursing, Council on epidemiology and
prevention, and Council for high blood pressure research. Circula-
tion 2009;119:1161-75.

[103] Artinian NT, Fletcher GF Mozaffarian D, et al. Interventions to
promote physical activity and dietary lifestyle changes for cardio-
vascular risk factor reduction in adults: a scientific statement
from the American Heart Association. Circulation 2010;122:406-
41.

[104] Eckel RH, Jakicic JM, Ard JD, et al. AHA/ACC guideline on lifestyle
management to reduce cardiovascular risk: a report of the Amer-
ican College of Cardiology/American Heart Association Task Force
on Practice Guidelines. ] Am Coll Cardiol 2013. http://dx.doi.
org/10.1016/j.jacc.2013.11.003.

[105] Estruch R, Ros E, Salas-Salvadé ], et al. Primary prevention of
cardiovascular disease with a Mediterranean diet. N Engl ] Med
2013;368:1279-90.

[106] Moruisi KG, Oosthuizen W, Opperman AM. Phytosterols/stanols
lower cholesterol concentrations in familial hypercholesterolemic
subjects: a systematic review with meta-analysis. ] Am Coll Nutr
2006;25:41-8.

[107]Mancia G, Fagard R, Narkiewicz K, et al. 2013 ESH/ESC Guidelines
for the management of arterial hypertension: The Task Force for
the management of arterial hypertension of the European Society
of Hypertension (ESH) and of the European Society of Cardiology
(ESC). Blood Press 2013;22:193-278.

[108]Jensen MD, Ryan DH, Hu FB, et al. AHA/ACC/TOS guideline for
the management of overweight and obesity in adults. Obesity
2013. http://dx.doi.org/10.1016/j.jacc.2013.11.004.

[109] Descamps OS, de Meester A, Cheron P, Kastelein ], Heller FR.
Silent ischaemia in familial hypercholesterolemia. Atheroscler
Suppl 2003;4:7-8.

[110] Haas L, Maryniuk M, Beck ], et al. National standards for diabetes
self-management education and support. Diabetes Care
2013;36:5100-8.

[111] Cholesterol Treatment Trialists' (CTT) Collaboration. Efficacy and
safety of more intensive lowering of LDL cholesterol: ameta-anal-
ysis of data from 170 000 participants in 26 randomised trials.
Lancet 2010;376:1670-81.

[112] Versmissen ], Oosterveer DM, Yazdanpanah M, et al. Efficacy of
statins in familial hypercholesterolaemia: a long term cohort
study. Br Med ] 2008;337:a2423.

[93]

[94]

[95]

[96]

[97]

[98]

[99]

Ilpy DUTHPOBAHMM 3TOM CTAaTbM MCHOJB3yHTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.




Ilepesedero u3 sxcypHaaa: International Journal of Cardiology 171 (2014) 19

[113] Neil A, Cooper ], Betteridge ], et al. Reductions in all-cause, cancer,
and coronary mortality in statin-treated patients with heterozy-
gous familial hypercholesterolaemia: a prospective registry study.
Eur Heart ] 2008;29:2625-33.

[114] Harada-Shiba M, Sugisawa T, Makino H, et al. Impact of statin
treatment on the clinical fate of heterozygous familial hypercho-
lesterolemia. ] Atheroscler Thromb 2010;17:667-74.

[115] Raal FJ, Pilcher GJ, Panz VR, et al. Reduction in mortality in sub-
jects with homozygous familial hypercholesterolemia associated
with advances in lipid-lowering therapy. Circulation
2011;124:2202-7.

[116]Elis A, Zhou R, Stein EA. Effect of lipid-lowering treatment on
natural history of heterozygous familial hypercholesterolemia in
past three decades. Am ] Cardiol 2011;108:223-6.

[117] Alonso R, Fernandez de Bobadilla ], Mendez I, Lazaro P, Mata N,
Mata P. Costeffectiveness of managing familial hypercholesterol-
emia using atorvastatin-based preventive therapy. Rev Esp Car-
diol 2008;61:382-93.

[118] Nherera L, Calvert NW, DeMott K, et al. Cost-effectiveness analysis
of the use of a high-intensity statin compared to a low-intensity
statin in the management of patients with familial hypercholes-
terolaemia. Curr Med Res Opin 2010;26:529-36.

[119] National Institute for Health and Clinical Excellence. Ezetimibe for
the treatment of primary (heterozygous-familial and non-familial)
hypercholesterolaemia. NICE Technology Appraisal Guidance 2010
[http://www.nice.org.uk/nicemedia/live/11886/38799/38799.
pdf].

[120] Hamilton-Craig I, Kostner K, Colquhoun D, Woodhouse S. Combi-
nation therapy of statin and ezetimibe for the treatment of famil-
ial hypercholesterolaemia. Vasc Health Risk Manag 2010;6:1023-
37.

[121] Toth PP. Drug treatment of hyperlipidaemia: a guide to the ratio-
nal use of lipidlowering drugs. Drugs 2010;70:1363-79.

[122] Chapman M], Redfern ]S, McGovern ME, Giral P. Niacin and fi-
brates in atherogenic dyslipidemia: pharmacotherapy to reduce
cardiovascular risk. Pharmacol Ther 2010;126:314-45.

[123] Kane JP, Malloy M], Ports TA, Phillips NR, Diehl JC, Havel R]. Re-
gression of coronary atherosclerosis during treatment of familial
hypercholesterolemia with combined drug regimens. JAMA
1990;264:3007-12.

[124] Yamashita S, Matsuzawa Y. Where are we with probucol: a new
life for an old drug? Atherosclerosis 2009;207:16-23.

[125] Gagné C, Gaudet D, Bruckert E. Efficacy and safety of ezetimibe
coadministered with atorvastatin or simvastatin in patients with
homozygous  familial  hypercholesterolemia.  Circulation
2002;105:2469-75.

[126] Cuchel M, Meagher EA, du Toit Theron H, et al. Efficacy and safe-
ty of a microsomal triglyceride transfer protein inhibitor in pa-
tients with homozygous familial hypercholesterolaemia: a single-
arm, open-label, phase 3 study. Lancet 2013;381:40-6.

[127] Raal F], Santos RD, Blom D], et al. Mipomersen, an apolipoprotein
B synthesis inhibitor, for lowering of LDL cholesterol concentra-
tions in patients with homozygous familial hypercholesterolae-
mia: a randomised, double-blind, placebo-controlled trial. Lancet
2010;375:998-1006.

[128] Bates TR, Connaughton VM, Watts GF. Non-adherence to statin
therapy: a major challenge for preventive cardiology. Expert Opin
Pharmacother 2009;10:2973-85.

[129] Senior V, Marteau T, Weinman ]. Self-reported adherence to cho-
lesterol-lowering medication in patients with familial hypercho-
lesterolaemia: the role of illness perceptions. Cardiovasc Drugs
Ther 2004;18:475-81.

[130] McKenney JM, Davidson MH, Jacobson TA, Guyton JR. Final conclu-
sions and recommendations of the National Lipid Association
Statin Safety Assessment Task Force. Am ] Cardiol 2006;97:S89-
94,

[131]Ridker PM, Pradhan A, MacFadyen ]G, Libby P, Glynn R]. Cardio-
vascular benefits and diabetes risks of statin therapy in primary
prevention: an analysis from the JUPITER trial. Lancet
2012;380:565-71.

[132] Thompson PD, Clarkson PM, Rosenson RS. An assessment of
statin safety by muscle experts. Am ] Cardiol 2006;97:5S69-76.

[133] Venero CV, Thompson PD. Managing statin myopathy. Endocrinol
Metab Clin North Am 2009;38:121-36.

[134]Eckel RH. Approach to the patient who is intolerant of statin
therapy. ] Clin Endocrinol Metab 2010;95:2015-22.

[135] Davidson MH, Armani A, McKenney JM, Jacobson TA. Safety con-
siderations with fibrate therapy. Am ] Cardiol 2007;99:S3-518.

[136] Bottorff MB. Statin safety and drug interactions: clinical implica-
tions. Am ] Cardiol 2006;97:527-31.

[137]Mampuya WM, Frid D, Rocco M, et al. Treatment strategies in
patients with statin intolerance: the Cleveland Clinic experience.
Am Heart ] 2013;166:597-603.

[138] Guyton JR, Goldgerg AC. Bile acid sequestrants. In: Ballantyne CM,
editor. Clinical lipidology: a companion to Braunwald's heart dis-
ease. Philadelphia: Saunders Elsevier; 2009. p. 281-314.

[139] Guyton JR, Bays HE. Safety considerations with niacin therapy. Am
] Cardiol 2007;99:S22-31.

[140] Haynes R, Jiang L, Hopewell JC, et al. HPS2-THRIVE randomized
placebo-controlled trial in 25 673 high-risk patients of ER niacin/
laropiprant: trial design, pre-specified muscle and liver outcomes,
and reasons for stopping study treatment. Eur Heart
] 2013;34:1279-91.

[141] Harper CR, Jacobson TA. Managing Dyslipidemia in Chronic Kid-
ney Disease. ] Am Coll Cardiol 2008;51:2375-84.

[142] Thorogood M, Seed M, De Mott K; Guideline Development Group.
Management of fertility in women with familial hypercholesterol-
aemia: summary of NICE guidance. Br ] Obstet Gynaecol
2009;116:478-9.

[143]Lidegaard @, Lgkkegaard E, Jensen A, Skovlund CW, Keiding N.
Thrombotic stroke and myocardial infarction with hormonal con-
traception. N Engl ] Med 2012;366:2257-66.

[144] Kusters DM, Lahsinoui HH, van de Post JAM, et al. Statin use dur-
ing pregnancy: a systematic review andmeta-analysis. Expert Rev
Cardiovasc Ther 2012;10:363-78.

[145]van der Graaf A, Vissers MN, Gaudet D, et al. Dyslipidemia of
mothers with familial hypercholesterolemia deteriorates lipids in
adult off spring. Arterioscler Thromb Vasc Biol 2010;30:2673-7.

[146]Ito MK, McGowan MP, Moriarty PM. Management of familial hy-
percholesterolemias in adult patients: recommendations from the
National Lipid Association Expert Panel on Familial Hypercholes-
terolemia. 2011;5:S38-45.

[147]Santen R], Allred DC, Ardoin SP, et al. Postmenopausal hormone
therapy: an Endocrine Society scientific statement. ] Clin Endocri-
nol Metab 2010;95:51-s66.

[148] Lgkkegaard E, Andreasen AH, Jacobsen RK, Nielsen LH, Agger C,
Lidegaard @. Hormone therapy and risk of myocardial infarction:
a national register study. Eur Heart ] 2008;29:2660-8.

[149] Rodenburg ], Vissers MN, Wiegman A, et al. Statin treatment in
children with familial hypercholesterolemia: the younger, the bet-
ter. Circulation 2007;116:664-8.

[150] Avis HJ, Vissers MN, Stein EA, et al. A systematic review andmeta-
analysis of statin therapy in children with familial hypercholester-
olemia. Arterioscler Thromb Vasc Biol 2007;27:1803-10.

[151] Vuorio A, Kuoppala ], Kovanen PT, et al. Statins for childrenwith
familial hypercholesterolemia. Cochrane Database Syst Rev
2010(7) [Art. No.: CD006401].

[152] McCrindle BW, Urbina EM, Dennison BA, et al. Drug therapy of
high risk lipid abnormalities in children and adolescents. Circula-
tion 2007;115:1-20.

[153] Braamskamp MJAM, Wijburg FA, Wiegman A. Drug therapy of hy-
percholesterolaemia in children and adolescent. Drugs
2012;72:759-72.

[154]Hammond E, Watts GF, Rubinstein Y, et al. Role of international
registries in enhancing the care of familial hypercholesterolaemia.
Int ] Evid Based Healthc 2013;11:134-9.

[155] Amundsen AL, Ose L, Nenseter MS, Ntanios FY. Plant sterol ester-
enriched spread lowers plasma total and LDL cholesterol in chil-
dren with familial hypercholesterolemia. Am ] Clin Nutr
2002;76:338-44.

[156] Stefanutti C, Julius U. Lipoprotein apheresis: state of the art and
novelties. Atheroscler Suppl 2013;14:19-27.

[157] Szczepiorkowski ZM, Winters JL, Bandarenko N, et al. Guidelines on
the use of therapeutic apheresis in clinical practice — evidence-
based approach from the apheresis applications committee of the
American Society for Apheresis. ] Clin Apher 2010;25:83-177.

[158] Thompson GR. The evidence-base for the efficacy of lipoprotein
apheresis in combating cardiovascular disease. Atheroscler Suppl
2013;14:67-70.

[159] Thompson GR; HEART-UK LDL Apheresis Working Group. Recom-
mendations for the use of LDL apheresis. Atherosclerosis
2008;198:247-55.

[160] Health Quality Ontario. Low-density lipoprotein apheresis: an evi-
dence-based analysis. Ont Health Technol Assess Ser 2007;7:1-101.

[161] Schettler V, Neumann CL, Hulpke-Wette M, Hagenah GC, Schulz
EG, Wieland E. Current view: indications for extracorporeal lipid
apheresis treatment. Clin Res Cardiol Suppl 2012;7:15-9.

[162] Leebmann ], Roseler E, Julius U, et al. Lipoprotein apheresis in
patients with maximally tolerated lipid lowering therapy, Lp(a)-
Hyperlipoproteinemia and progressive cardiovascular disease:
prospective  observational multicenter study. Circulation
2013;128:2567-76.

[163]Hudgins LC, Kleinman B, Scheuer A, White S, Gordon BR. Long-
term safety and efficacy of low-density lipoprotein apheresis in
childhood for homozygous familial hypercholesterolemia. Am
] Cardiol 2008;102:1199-204.

[164] Palcoux ]-B, Atassi-DumontM, Lefevre P, et al. Low-density lipo-
protein apheresis in children with familial hypercholesterolemia:
follow-up to 21 years. Ther Apher Dial 2008;12:195-201.

[165] Stefanutti C, Lanti A, Di Giacomo S, et al. Therapeutic apheresis
in low weight patients: technical feasibility, tolerance, compliance,
and risks. Transfus Apher Sci 2004;31:3-10.

IIpy DUTHPOBAaHMHU 3TOH CTATBM MCHOJIB3YyiiTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.




20 Ilepesedero u3 sxcypHaaa: International Journal of Cardiology 171 (2014) 309-325

[166] Graesdal A, Bogsrud MP, Holven KB, et al. Apheresis in homozy-
gous familial hypercholesterolemia: the results of a follow-up of
all Norwegian patients with homozygous familial hypercholester-
olemia. ] Clin Lipidol 2012;6:331-9.

[167] Kolansky DM, Cuchel M, Clark B], et al. Longitudinal evaluation and
assessment of cardiovascular disease in patientswith homozygous
familial hypercholesterolemia. Am ] Cardiol 2008;102:1438-43.

[168] Vogt A, Parhofer KG. The potential of mipomersen, an ApoB syn-
thesis inhibitor, to reduce necessity for LDL-apheresis in pa-
tientswith heterozygous familial hypercholesterolemia and coro-
nary artery disease. Expert Opin Pharmacother 2013;14:691-7.

[169] Hovingh GK, Davidson MH, Kastelein JJP, O'Connor AM. Diagnosis
and treatment of familial hypercholesterolaemia. Eur Heart
] 2013;34:962-71.

[170] Wierzbicki AS, Viljoen A, Hardman TC, Mikhailidis DP. New thera-
pies to reduce low-density lipoprotein cholesterol. Curr Opin Car-
diol 2013;28:452-7.

[171]Moini M, Mistry P, Schilsky ML. Liver transplantation for inherit-
edmetabolic disorders of the liver. Curr Opin Organ Tran
2010;15:269-76.

[172] Maiorana A, Nobili V, Calandra S, et al. Preemptive liver transplan-
tation in a child with familial hypercholesterolemia. Pediatr
Transplant 2011;15:E25-9.

[173]Nemati MH, Astaneh B. Optimal management of familial hyper-
cholesterolemia: treatment and management strategies. Vasc
Health Risk Manag 2010;6:1079-88.

[174]Ibrahim M, El-Hamamsy [, Barbir M, Yacoub MH. Translational
lessons from a case of combined heart and liver transplantation
for familial hypercholesterolemia 20 years post-operatively. ] Car-
diovasc Transl Res 2012;5:351-8.

[175] Buchwald H, Rudser KD, Williams SE, Michalek VN, Vagasky ],
Connett JE. Overall mortality, incremental life expectancy, and
cause of death at 25 years in the program on the surgical control
of the hyperlipidemias. Ann Surg 2010;251:1034-40.

[176] Marais AD, Firth ]JC, Blom DJ]. Homozygous familial hypercholes-
terolemia and its management. Semin Vasc Med 2004;4:43,50.

[177] Al-Allaf F, Coutelle C, Waddington S, David A, Harbottle R, Themis M.
LDLR-Gene therapy for familial hypercholesterolaemia: problems,
progress, and perspectives. Int Arch Med 2010;3:36.

[178]Kassim SH, Li H, Bell P, et al. Adeno-associated virus serotype
8 gene therapy leads to significant lowering of plasma choles-
terol levels in humanized mouse models of homozygous and het-
erozygous familial hypercholesterolemia. Hum Gene Ther
2013;24:19-26.

[179] Marais AD, Blom DJ. Recent advances in the treatment of homo-
zygous familial hypercholesterolaemia. Curr Opin Lipidol
2013;24:288-94.

[180] Seidah NG. Proprotein convertase subtilisin kexin 9 (PCSK9) in-
hibitors in the treatment of hypercholesterolemia and other pa-
thologies. Curr Pharm Des 2013;19:3161-72.

[181] Stein EA, Gipe D, Bergeron ], et al. Effect of amonoclonal antibody
to PCSK9, REGN727/SAR236553, to reduce low-density lipopro-
tein cholesterol in patients with heterozygous familial hypercho-
lesterolaemia on stable statin dose with or without ezetimibe
therapy: a phase 2 randomised controlled trial. Lancet
2012;380:29-36.

[182]McKenney ]JM, KorenM], Kereiakes D], Hanotin C, Ferrand A-C,
Stein EA. Safety and efficacy of amonoclonal antibody to propro-
tein convertase subtilisin/kexin Type 9 serine protease,
SAR236553/REGN727, in patients with primary hypercholesterol-
emia receiving ongoing stable atorvastatin therapy. ] Am Coll Car-
diol 2012;59:2344-53.

[183] Stein EA, Mellis S, Yancopoulos GD, et al. Effect of a monoclonal
antibody to PCSK9 on LDL cholesterol. N Engl ] Med
2012;366:1108-18.

[184]Raal F Scott R, Somaratne R, et al. Low-density lipoprotein cho-
lesterollowering effects of AMG 145, a monoclonal antibody to
proprotein convertase subtilisin/kexin Type 9 serine protease in
patients with heterozygous familial hypercholesterolemiaclinical
perspective. The reduction of LDL-C with PCSK9 nhibition in het-
erozygous familial hypercholesterolemia disorder (RUTHERFORD)
randomized trial. Circulation 2012;126:2408-17.

[185] Giugliano RP, Desai NR, Kohli P, et al. Efficacy, safety, and tolerabil-
ity of a monoclonal antibody to proprotein convertase subtilisin/
kexin Type 9 in combination with a statin in patients with hyper-
cholesterolaemia (LAPLACE-TIMI 57): a randomised, placebo-con-
trolled, dose-ranging, phase 2 study. Lancet 2012;380:2007-17.

[186] Koren M], Scott R, Kim ]B, et al. Efficacy, safety, and tolerability of
a monoclonal antibody to proprotein convertase subtilisin/kexin
Type 9 as monotherapy in patients with hypercholesterolaemia
(MENDEL): a randomised, double-blind, placebo-controlled, phase
2 study. Lancet 2012;380:1995-2006.

[187] Stein EA, Honarpour N, Wasserman SM, Xu F, Scott R, Raal FJ. Ef-
fect of the PCSK9 monoclonal antibody, AMG 145, in homozygous
familial hypercholesterolemia. Circulation 2013;128:2113-20.

[188] Visser ME, Witztum ]L, Stroes ESG, Kastelein JJP. Antisense oligo-
nucleotides for the treatment of dyslipidaemia. Eur Heart
] 2012;33:1451-8.

[189]Stein EA, Dufour R, Gagne C, et al. Apolipoprotein B synthesis
inhibition with mipomersen in heterozygous familial hypercholes-
terolemiaclinical perspective results of a randomized, double-
blind, placebo-controlled trial to assess efficacy and safety as add-
on therapy in patients with coronary artery disease. Circulation
2012;126:2283-92.

[190]McGowan MP, Tardif J-C, Ceska R, et al. Randomized, placebo-
controlled trial of mipomersen in patients with severe hypercho-
lesterolemia receiving maximally tolerated lipid-lowering therapy.
PLoS One 2012;7:e49006.

[191] Cuchel M, Rader DJ. Microsomal transfer protein inhibition in hu-
mans. Curr Opin Lipidol 2013;24:246-50.

[192] Sullivan D, Olsson AG, Scott R, et al. Effect of amonoclonal anti-
body to PCSK9 on lowdensity lipoprotein cholesterol levels in
statin-intolerant patients. The GAUSS randomized trial AMG145 in
statin-intolerant patients. JAMA 2012;308:2497-506.

[193] Avis HJ, Kusters DM, Vissers MN, et al. Follow-up of children di-
agnosed with familial hypercholesterolemia in a national genetic
screening program. ] Pediatr 2012;161:99-103.

[194] Hadfield SG, Horara S, Starr BJ, et al. Are patients with familial
hypercholesterolaemia well managed in lipid clinics? An audit of
eleven clinics from the Department of Health familial hypercho-
lesterolaemia cascade testing project. Ann Clin Biochem
2008;45:199-205.

[195] Pedersen KMV, Humphries SE, Roughton M, Besford JS. The Na-
tional Audit of the Management of Familial Hypercholesterolae-
mia 2010: full report. Clinical Standards Department, Royal Col-
lege of Physicians; 2010.

[196] Goldberg AC, Robinson ]G, Cromwell WC, Ross JL, Ziajka PE. Fu-
ture issues, public policy, and public awareness of familial hyper-
cholesterolemias: recommendations fromthe National Lipid As-
sociation Expert Panel on Familial Hypercholesterolemia. | Clin
Lipidol 2011;5:546-51.

[197] Aarden E, Van Hoyweghen I, Horstman K. The paradox of public
health genomics: definition and diagnosis of familial hypercholes-
terolaemia in three European countries. Scand ] Public Health
2011;39:634-9.

[198]Mata N, Alonso R, Badimén L, et al. Clinical characteristics and
evaluation of LDLcholesterol treatment of the Spanish familial hy-
percholesterolemia longitudinal cohort study (SAFEHEART). Lip-
ids Health Dis 2011;10:94.

[199] Bairey Merz CN, Alberts MJ, Balady GJ, et al. ACCF/AHA/ACP 2009
competence and training statement: a curriculumon prevention of
cardiovascular disease. ] Am Coll Cardiol 2009;54:1336-63.

[200] Mata N, Alonso R, Banegas JR, Zambon D, Brea A, Mata P. Quality
of life in a cohort of familial hypercholesterolemia patients from
the south of Europe. Eur ] Public Health 2012. http://dx.doi.
org/10.1093/eurpub/cks174.

[201] Bell DA, Garton-Smith ], Vickery A, et al. Familial hypercholester-
olaemia in primary care: knowledge and practices among general
practitioners in western Australia. Heart Lung Circ 2013. http://
dx.doi.org/10.1016/j.hlc.2013.08.005.

[202] Stephenson SH, Larrinaga-Shum S, Hopkins PN. Benefits of the
MEDPED treatment support program for patients with familial
hypercholesterolemia. J Clin Lipidol 2009;3:94-100.

[203] Allen JK, Himmelfarb CRD, Szanton SL, Frick KD. Cost-effective-
ness of nurse practitioner/community health worker care to re-
duce cardiovascular health disparities. ] CardiovascNurs 2013;
http://europepmc.org/abstract/MED/23635809.

[204]Ross ]J. Educating patients about familial hypercholesterolemia:
the role of the cardiovascular nurse. ] Cardiovasc Nurs
2013;28:102.

[205]Maron DJ, Boden WE, Weintraub WS, O'Rourke RA. Is optimal
medical therapy as used in the COURAGE trial feasible for wide-
spread use? Curr Treat Options Cardiovasc Med 2011;13:16-25.

[206] Aatre RD, Day SM. Psychological Issues in genetic testing for in-
herited cardiovascular diseases. Circ Cardiovasc Genet 2011;4:81-
90.

[207] Krass I, Walker AT, Watts GF. Detection and care of familial hyper-
cholesterolaemia in the community: is there a role for the phar-
macist? Int J Clin Pharm2012;34:501-5.

[208] Watts GF, Sullivan DR, van Bockxmeer FM, et al. A new model of
care for familial hypercholesterolaemia: what is the role of cardi-
ology? Heart Lung Circ 2012;21:543-50.

[209] Califf RM, Peterson ED, Gibbons R], et al. Integrating quality into
the cycle of therapeutic development. ] Am Coll Cardiol
2002;40:1895-901.

Ilpy DUTHPOBAHMM 3TOM CTAaTbM MCHOJB3yHTe cChLIKY Ha: Integrated guidance on the care of familial hypercholesterolaemia from the
International FH Foundation. International Journal of Cardiology 171 (2014) 309-325.





<<
  /ASCII85EncodePages false
  /AllowTransparency false
  /AutoPositionEPSFiles true
  /AutoRotatePages /All
  /Binding /Left
  /CalGrayProfile (Dot Gain 20%)
  /CalRGBProfile (sRGB IEC61966-2.1)
  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)
  /sRGBProfile (sRGB IEC61966-2.1)
  /CannotEmbedFontPolicy /Warning
  /CompatibilityLevel 1.3
  /CompressObjects /Tags
  /CompressPages true
  /ConvertImagesToIndexed true
  /PassThroughJPEGImages true
  /CreateJobTicket false
  /DefaultRenderingIntent /Default
  /DetectBlends true
  /DetectCurves 0.0000
  /ColorConversionStrategy /LeaveColorUnchanged
  /DoThumbnails false
  /EmbedAllFonts true
  /EmbedOpenType false
  /ParseICCProfilesInComments true
  /EmbedJobOptions true
  /DSCReportingLevel 0
  /EmitDSCWarnings false
  /EndPage -1
  /ImageMemory 1048576
  /LockDistillerParams false
  /MaxSubsetPct 100
  /Optimize false
  /OPM 1
  /ParseDSCComments true
  /ParseDSCCommentsForDocInfo true
  /PreserveCopyPage true
  /PreserveDICMYKValues true
  /PreserveEPSInfo true
  /PreserveFlatness true
  /PreserveHalftoneInfo true
  /PreserveOPIComments false
  /PreserveOverprintSettings true
  /StartPage 1
  /SubsetFonts true
  /TransferFunctionInfo /Apply
  /UCRandBGInfo /Preserve
  /UsePrologue false
  /ColorSettingsFile ()
  /AlwaysEmbed [ true
  ]
  /NeverEmbed [ true
  ]
  /AntiAliasColorImages false
  /CropColorImages true
  /ColorImageMinResolution 300
  /ColorImageMinResolutionPolicy /OK
  /DownsampleColorImages false
  /ColorImageDownsampleType /Bicubic
  /ColorImageResolution 300
  /ColorImageDepth 8
  /ColorImageMinDownsampleDepth 1
  /ColorImageDownsampleThreshold 1.50000
  /EncodeColorImages true
  /ColorImageFilter /FlateEncode
  /AutoFilterColorImages false
  /ColorImageAutoFilterStrategy /JPEG
  /ColorACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /ColorImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000ColorACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000ColorImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasGrayImages false
  /CropGrayImages true
  /GrayImageMinResolution 300
  /GrayImageMinResolutionPolicy /OK
  /DownsampleGrayImages false
  /GrayImageDownsampleType /Bicubic
  /GrayImageResolution 300
  /GrayImageDepth 8
  /GrayImageMinDownsampleDepth 2
  /GrayImageDownsampleThreshold 1.50000
  /EncodeGrayImages true
  /GrayImageFilter /FlateEncode
  /AutoFilterGrayImages false
  /GrayImageAutoFilterStrategy /JPEG
  /GrayACSImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /GrayImageDict <<
    /QFactor 0.15
    /HSamples [1 1 1 1] /VSamples [1 1 1 1]
  >>
  /JPEG2000GrayACSImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /JPEG2000GrayImageDict <<
    /TileWidth 256
    /TileHeight 256
    /Quality 30
  >>
  /AntiAliasMonoImages false
  /CropMonoImages true
  /MonoImageMinResolution 1200
  /MonoImageMinResolutionPolicy /OK
  /DownsampleMonoImages false
  /MonoImageDownsampleType /Bicubic
  /MonoImageResolution 1200
  /MonoImageDepth -1
  /MonoImageDownsampleThreshold 1.50000
  /EncodeMonoImages true
  /MonoImageFilter /CCITTFaxEncode
  /MonoImageDict <<
    /K -1
  >>
  /AllowPSXObjects false
  /CheckCompliance [
    /None
  ]
  /PDFX1aCheck false
  /PDFX3Check false
  /PDFXCompliantPDFOnly false
  /PDFXNoTrimBoxError true
  /PDFXTrimBoxToMediaBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXSetBleedBoxToMediaBox true
  /PDFXBleedBoxToTrimBoxOffset [
    0.00000
    0.00000
    0.00000
    0.00000
  ]
  /PDFXOutputIntentProfile (None)
  /PDFXOutputConditionIdentifier ()
  /PDFXOutputCondition ()
  /PDFXRegistryName ()
  /PDFXTrapped /False

  /CreateJDFFile false
  /Description <<
    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000500044004600206587686353ef901a8fc7684c976262535370673a548c002000700072006f006f00660065007200208fdb884c9ad88d2891cf62535370300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>
    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef653ef5728684c9762537088686a5f548c002000700072006f006f00660065007200204e0a73725f979ad854c18cea7684521753706548679c300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>
    /DAN <>
    /DEU <>
    /ESP <>
    /FRA <>
    /ITA <>
    /JPN <>
    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020b370c2a4d06cd0d10020d504b9b0d1300020bc0f0020ad50c815ae30c5d0c11c0020ace0d488c9c8b85c0020c778c1c4d560002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>
    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken voor kwaliteitsafdrukken op desktopprinters en proofers. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)
    /NOR <>
    /PTB <>
    /SUO <>
    /SVE <>
    /ENU (Use these settings to create Adobe PDF documents for quality printing on desktop printers and proofers.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)
  >>
  /Namespace [
    (Adobe)
    (Common)
    (1.0)
  ]
  /OtherNamespaces [
    <<
      /AsReaderSpreads false
      /CropImagesToFrames true
      /ErrorControl /WarnAndContinue
      /FlattenerIgnoreSpreadOverrides false
      /IncludeGuidesGrids false
      /IncludeNonPrinting false
      /IncludeSlug false
      /Namespace [
        (Adobe)
        (InDesign)
        (4.0)
      ]
      /OmitPlacedBitmaps false
      /OmitPlacedEPS false
      /OmitPlacedPDF false
      /SimulateOverprint /Legacy
    >>
    <<
      /AddBleedMarks false
      /AddColorBars false
      /AddCropMarks false
      /AddPageInfo false
      /AddRegMarks false
      /ConvertColors /NoConversion
      /DestinationProfileName ()
      /DestinationProfileSelector /NA
      /Downsample16BitImages true
      /FlattenerPreset <<
        /PresetSelector /MediumResolution
      >>
      /FormElements false
      /GenerateStructure true
      /IncludeBookmarks false
      /IncludeHyperlinks false
      /IncludeInteractive false
      /IncludeLayers false
      /IncludeProfiles true
      /MultimediaHandling /UseObjectSettings
      /Namespace [
        (Adobe)
        (CreativeSuite)
        (2.0)
      ]
      /PDFXOutputIntentProfileSelector /NA
      /PreserveEditing true
      /UntaggedCMYKHandling /LeaveUntagged
      /UntaggedRGBHandling /LeaveUntagged
      /UseDocumentBleed false
    >>
  ]
>> setdistillerparams
<<
  /HWResolution [2400 2400]
  /PageSize [14400.000 14400.000]
>> setpagedevice


