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OCHOBHI NOJ1I0XXeHHSA

* BuABNeHHSA Ta NikyBaHHSA AiTen 3i cnakoBo aucainiaemieto, ocobnmeo
ciMenHo ancninigemieto, 'pyHTYETbCA HA AAHNX NPO ilLeMiYHY XBopoby
cepus (IXC) 3 aHamMHe3y 6aTbKiB Ta BUCOKMX PiBHAX NiNiaiB KpoB.i.
CKpWHIHT cepep BCbOro ANTAYOro HacesIeHHA NPOBOAMTH He
pPeKOMEeHAYETbCA.

KOMeHTap éeKcriepra. Tema TakoX po3rnana€eTbCA B MeanKo-
TEXHOJI0TIYHMX AOKYMeHTax [MpodinakTnka cepueBo-CyaANHHNX
3aXBOPHOBaHb http://mtd.dec.gov.ua/index.php/uk/haluzevi-standarty-ta-klinichni-
nastanovy/item/71-profilaktyka-sertsevosudynnykh-zakhvoriuvan

CnpsAMOBAHUWN CKPUHIHT CiMen 3 NiABULLLEHNM
PU3NKOM

* [lowyk rinepxonecrepnHeMmii A0Li/IbHO NPOBOANTWN Y POANHAX 3
° jlemiyHoo xBopobHOto cepuAa Yy Y0/10BIKiB BikOM < 55 pokiBiy
XiHOK BikOM < 65 pokiB abo

° HAABHICTIO POAMYIB NEPLLOro CTyNeHA CNopiAHEHHA 3
JliarHOCTOBaHoO CiMenHoto rinepxonectepunHeMieto (CI) um
rinepninigeMieto y no€AHaHHi 3 KCQHTOMaMM CYXOXWJb YN LWKipW.

1/5


https://docs.google.com/forms/d/e/1FAIpQLSfvkOYT-cYpYnPhrrsp7T15-cWbZ41pYHZhSME5BmzbDL4jGA/viewform?usp=pp_url&entry.311628772=2017-01-31&entry.1852381685=ebm00638&entry.1336484743=T2P2Q1R2
http://guidelines.moz.gov.ua/documents/2918?id=ebm00638&format=pdf
http://guidelines.moz.gov.ua/documents/2918?id=ebm00638&format=pdf
http://mtd.dec.gov.ua/index.php/uk/haluzevi-standarty-ta-klinichni-nastanovy/item/71-profilaktyka-sertsevosudynnykh-zakhvoriuvan
http://mtd.dec.gov.ua/index.php/uk/haluzevi-standarty-ta-klinichni-nastanovy/item/71-profilaktyka-sertsevosudynnykh-zakhvoriuvan

HactaHoBa 00638. [liarHOCTMKA i JlikyBaHHA rinepxoJsiecTepuHeMIi y aiten

AKLo y oaHoro 3 6aTbKiB iarHOCTOBAHA CiMENHA rinepxoJsiecTepUHeEMIs,
AiTen HeobXxiaHO 0bcTexnTh Ao 10-pivyHOro Biky A19 BUABNEHHS [aHOro
3aXBOPHOBAHHA. 1i4 4aC CKPUHIHTY KOXKHOMY Y/1€HY POAVHMN BiKOM
CTapLle ABOX POKiB BM3HAYalOTb PiBEHb: XOJIECTEPUHY MN1a3MUN KPOBI
HaTLLe, XOJIeCTEPUHY NinonpoTeifiB BUCOKOT WwisnibHocTi (JIMBLL,),
TPUINiLEepUAIB i XolecTepMHY NinonpoTeiaiB HN3bKOi LWinbHOCTI (JITTHLL)
nicna 10-12 roaAnHHOro rosiofyBaHHA (OCTAHHIM NOKA3HMK TAKOX MOXe
pPO3paxoByBaTUCh 33 popMyioto Ppiasanbaa [here[LDL]).

CimenHa rinepxonectepnHeMiss — Lie 3aXBOPHOBAHHSA 3 QyTOCOMHO-
AOMIHAHTHMM TMMNOM YCNaAKYyBaHHSA, NP AKOMY NMPUHANMHI OOVH 3
6aTbKiB XBOPOT ANTUHM TAaKOX MAE AaHy NaToJorito.

MNigBuMLLLEHI 3HaYeHHA NabOopaTOPHMX NOKA3HKUKIB, OTPMMAaHI NiA Yac
CKPWHIHTY, NOTPiIGHO NepeBipnTN NOBTOPHO.

HeobxiaHO BUKIHOUYNTM BTOPUHHY Tinepainigemito WISXoM BU3HAYEHHS
TTI, ANT i anbbyMiHy cedi A0 NoYaTKY JliKyBaHHS.

AKLLO BiJOMWNI reHeTUYHUN aedekT, WO CNPUYNHUB CIMENHY
rinepxosiecTepmMHeMmito y poauHi (MyTauis reHy peuenTtopis Ao JIMHLLY),
3aXBOPHOBAHHA MOXHA MiATBEPAMTM 33 OMNOMOIOK reHeTUYHMX TeCTIB
HA HaABHICTb MyTOBAHOIO reHa.

AKWo nonepeaHbo He 6y10 BCTAHOB/IEHO MYTaLito reHa, Wo CNpUYNHMB
PO3BUTOK CIMEWHOI FinepxosiecTepnHeMil, NOro Mo>XKHa BUABUTH 3a
AOMOMOTrOH0 TeCTY Ha 8 OCHOBHMX MyTaUin, Wwo y CiHAAHAIT CKNagatoTb
80% ycix reHHMx pnedekTiB, Nnos'A3aHnx 3 CrI.

KomeHTap exkcriepta. B YkpaiHi cTaHOM Ha 04.02.2019 CTaTUCTUYHI AaHi
040 reHHMxX aedekTis, nos’'a3aHmx 3 CI, BiACYTHI

Cnig npoiHdopMyBaTM MONOANX NALEHTIB (40I0BIKM < 55 pOKiB, XiHKM
< 65 pokiB) 3 iLemiyHoto xBopoboto cepus i rinepniniaemieto npo
BaXXJINBICTb 06CTEXEHHA iXHiX AiTeln Ta OHyKiB. Jlikap 3arajibHoi
NPAaKTUKN-CIMEMHUIN NiKAp YM NiKap-TepaneBT MOXYTb iHiLitOBaTH
CKPWHIHI. TepaneBTUYHI Ta NeAiaTpUYHI NiAPO34iM NOBMHHI y3roantn
obcTeXXeHHA AiTen i KOOpPAMHYBATM OLIHKY pe3y/bTaTiB.

Knacuoikauia rinepxonecrepuHemii

Ouns. Tabnnuo [r6n.T1]

Knacuoikauis rinepxonecrepvHeMii y piten
XonectepuH nnasmu (MMonb/n) XonectepuH JINHLL, nnasmm (Mmonb/n)
MipBULLLEHHA 5,0-5,9 3,0-4,4
3Hay4He niaBuULLLEHHA >6,0 >24,5
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« [JiarHo3 CI'y antnHm (Monogle 16 pokiB) 'PYHTYETbCA HA
° MO3UTUBHWUX Pe3y/IbTaTaX FTeHEeTUYHOro TeCTYBaHHA Ha MyTauil CI
abo

° HA HAaCTYMHWUX AAHWNX: HEO4HOPA30Be NiABULLEHHS KOHLEHTpau,il
xonectepuHy JINHLL, nicnha BUKAOYEHHS BTOPUHHMX MPUYNH
> 4,0 MMOb/N (4M 3aranbHNI XON1IeCTEPUH > 6,7 MMOJTb/N) i
HaABHICTb CYXOXWJIKOBUX KCAHTOM Y AUTUHW 4mM noro/ii poamdis
nepLoro abo Apyroro CTyrneHs CNopigHEHHS.

JIiKkyBaHHA: NOKA3aHHA Ta NPAKTUYHI NIAXOAN [2se]

* PiBeHb xonectepuHy MeHwni 5,0 Mmonb/n (JINHL, < 3,0) He noTpebye
XXOAHWX BTPYYaHb. Y rpaHNYHNX BUNAAKaX HaaatoTbcsa abo
NOBTOPHOKOTLCA 3arajibHi AIETUYHI peKOMeHaauil.

 [pw NiaBULLEHHI X0N1€CTEPUHY NJ1a3MM YacTo € ePpeKTUBHNUMM 3MiHA
Cnocoby XUTTS | KOHTPOJIbHI OrNAAN, HANPUKNAA, KOXHI 3, 61 12 Micauis.
o JlieTa 3 06MeXeHHAM BXWBAHHA HacMYeHUX (TBepAmMX) XMpiB i

3aMiHOIO X HA HeHacnueHi (piaKi) XXMpK, a TaKOX peryaspH1UM
CNOXXMBAHHAM Xap4yoBuMX NPOAYKTiB, 36arayeHnx cteponamm (abo
CcTaHoNamu) dpopMye b6esneyHy oCHOBY /1A Ai€ToTepaniiy Aiten 3
rinepxonecrepuHemieto. Lli 3axoam [03BONAIOTb 3HU3UTH
KoHUeHTpauito JIMHLL Ha 0,5-1,0 Mmonb/n.

o INTUHY NOTPIBHO MOTMBYBATW Ha perynapHi Gi3nyHi TpeHyBaHHSA
i aKTUBHI WOAEHHI ¢i3nYHi BNpaBK, OCKi/IbKM Lie MO3UTUBHO
BMNJINBAE Ha rinepainigemito.

* KLU0 AieToTepanisa NpoTArom 6—12 mMicAuiB He CNPUYNHMIA 3HUXKEHHSA
X0N1ecTepuHy NiasMmn Hmx4e 6,0 MMosib/n un xonectepuny JIMHLL
HWX4e 4,5 MMOAb/N, TO ANTUHY HEObXiAHO HanpaBUTK A0 ANTAYOI
KNiHIKN AN8 06CTeXEeHHA ANTAYNM JliIKapeM-eHA0KPMHOJI0rOM YK
NikapeMm-neaiatpom, Lo cnewiani3yeTbCa Ha NiKyBaHHI rinepainigemii. 3a
HeobXiaHOCTI 3a/1y4aETbCA AIETOION.

* OWNTWHY 3i 3HAYHNM NiABULLLEHHAM KOHLEHTPAUIl Xo/1eCcTepuny cnig
nepenaTty 6esnocepeiHbo y ANTAYY KIiHIKY.

* MeanKamMeHTO3Ha Tepanisi BAKOPUCTOBYETLCS BUKJIFOYHO ANA NiKYBaHHSA
CiMenHoI rinepxosiectepuHemil. He npr3HavaeTbca Ao 8 pokis. Bik, 3
AIKOro BapTO NOYMHATM MEOMKAMEHTO3HY Tepanito BU3HAYAETbCA
NMOLIMPEHICTHIO | TAXKKICTIO iLeMiYyHOT XBOpobM cepus y 6/1M3bKNx
poanyis. NpenapaTamMm NepLUOi NiHiT € cTaTuHK [5%%|B] . OUiHKY noTpebu
Yy MeAMKaAMEHTO3Hin Tepanii i N04aToK NiKyBaHHA 34iNCHIOE NiKap-
neniaTp, WO CreuianisyeTbCs Ha NOPYLUEHHAX NinigHOro o6MiHy.
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LieTa

» [liETa — €QMHNN | HANBAXX/INBILLNIM METOA NIiIKYBaHHA rinepainigemil,
MoXe ByTK YCMilUHMM HaBIiTb Y AiTen BikoM A0 10 pokKiB 3 CiMenHOo
rinepxonecrepmHemiceto. lietm cnig AOTPUMYBATMCH 3 2-X POKIB.
HanBa>kmBille 3MEHLWUNTN BXXMBAHHA HACMYEHUNX XXUPIiB, 3aMIHUBLLN X
HA MOHO- i NOJTIHEHACKNYEHI XNpW.

o 3HeXXWMpeHi Xap4oBi NPOAYKTN Y/ MPOAYKTU 3 AY>KE HU3bKOHO
KOHLLeHTPALIE XUMPY 3aMiCTb TaKMX 3 BUCOKMM BMICTOM XUPY
= HeXWpHi cnpun 3aMicTb XUPHUX (MAKCUMAIbHUI BMICT
xnpy 17%)

o M'AaKnn oBoYeBUIN MaprapuH (BMicT xupy 60-70%) un
cMTOCTaHO- [A%|C] ab0o cMCTOCTEPUH-BMICHNI MaprapuH Ha
XJi6

o [MicHi M'ACHI NPOAYKTWM 3aMiCTb XXMPHOr0O MACa

o CMTOCTAHO/ YN CUTOCTEPOJI-BMICHI MOrypTOBI NPOAYKTUN 3aMiCTb
3BMYANHMX XXMPHNX NOTYPTIB.

o 330X0YYETbCA BXNBAHHA 6AraTnx Ha BOJIOKHA i LLiJIbHO3€PHOBUX
NPOAYKTIB, BiBCAHOI KaLli Ta pubn.

° 3 NPOAYKTIB XapyyBaHHSA, WO MICTATb XO/IECTEPWUH,

PEKOMEHAYIOTb BXMBATU KypAYi anua (He 6inblue 2 Ha TUXKAEHD).

o [1na 3abe3nevyeHHA JOCTAaTHbOIO CNOXXMBAHHSA KasbLiito He
PEKOMEHAYETbCA NOBHE YTPMMAHHSA Bif, MOJIOYHUX NPOAYKTIB.

o MMiaBULLLEHHA CNOXMBaHHA pMbX NO3UTUBHO BMNJINBAE HA PiBEHb
TpUrNiuepunaiB, asie He Ha “4ncTy” rinepxonecTepUHEMItO.

MNoB'A3aHi pecypcn

e Ornaamn AoKa3oBUX AaHUX [1o%s°"|Diagnosis and treatment ...]

» JlitepaTtypa [555:**"|Diagnosis and treatment ...]

Kanbkynatopu 1 aHKeTn

* Mporpama 00002. LDL.
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Jokasosi ornagn Duodecim

« Jlokasoswuit ornag 04533, Pravastatin for familial hypercholesterolemia in children.
JaTta oHoBneHHA: 2004-08-02
PiBeHb goka3oBocTi: B
Pestome: Two years of pravastatin therapy appears to induce regression of carotid
atherosclerosis in children with familial hypercholesterolemia, without significant
adverse effects.

« Jlokasosui ornag 06715. Statins for children with familial hypercholesterolemia.
Jlata oHoBneHHsA: 2017-10-30
PiBeHb goka3zoBocTi: B
Pe3stome: Statin treatment appears to reduce both total and LDL cholesterol levels in
children with familial hypercholesterolemia and it seems to be safe in the short term
but long-term safety is unknown.

« [Joka3osuii ornag 00782. Effect of sitostanol margarine on serum cholesterol in
children with familial hypercholesterolaemia.
JaTta oHoBneHHA: 2003-08-05
PiseHb gokasoBocTi: C
Pestome: Sitostanol margarine may decrease serum cholesterol in children with familial
hypercholesterolaemia.

ABTOPCbKi NpaBa Ha OpuriHasbHi TeKCTU HanexaTtb Duodecim Medical Publications, Ltd.
ABTOPCbKi NpaBa Ha A0AaHi KOMeHTapi ekcnepTiB Hanexatb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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