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BUABNEHHS TA JIIKYBAHHS MALJIEHTIB 13 CIMEVAHOIO MNMNEPXONECTEPUHEMIEIO

Pestome. CborofHi npo6aemMa BUSBNEHHSA Ta JliKyBaHHSA XBOPUX Ha aTepock/iepos, ro/IOBHUM YMHOM, MOMArae B TOMY, LLO HEMAE
BCeYKpaiHCbKOT nporpamMm 60poTbbu 3 L€ XBOPOOOI), CKPUHIHTY PIBHS XONIECTEPUHY Ta IHWWX (hakTopiB PU3NKY, BIACYTHICTHI f0-
CTaTHsA iIHPOPMOBaHICTb HACENIEHHSA 3 MUTaHHb AaHHOro dhaxy Ta niATprMKa y 3acobax MacoBoi iHhopmaLlii, HeeDeKTUBHICTb CY1H-
HVX LLeHTPIB LLOAO 3HWKEHHSA NeTasIbHOCTI, HeA0CTaTHS NMPUXWBHICTb NALEHTIB A0 NiKyBaHHSA, HeAOCATHEHHS LiNIbOBUX PIBHIB NiNo-
NPOTETHIB HW3bKOI LWiNIbHOCTI Ta NpUTaMaHHWA CTpax NpU3HaYeHHs MakCUMasibHKX [03 CTaTWHIB. B ocTaHHE AecsATupivus 6arato
[laHUX HAKOMMYEHO CTOCOBHO 3aXBOPHOBaHb i3 CIMEHOIO rinepXxosiecTeprHeMieto, Ta OCTOIMEHHO BifJOMO, L0 NOLUMPEHICTb X BUABH-
Nach YacTillow, HXX odikyBanachk nonepeHbo. CimeiHa rinepxonecTepMHeMis — Lie cnafikoBe 3aXBOPIOBaHHS, L0 aCOLLETLCA 3
paHHiIM PO3BUTKOM arpecuBHOro aTepock/ieposy Ta CepLeBo-CyANHHUX 3aXBOPIOBaHb Y MO/IOAOMY BiLi, LLIO XapakTepu3yeTbCs TSXKKAM
nepe6iroM Ta BUCOKOIO /IeTaNbHICTIO. Y CTaTTi BUKNALAEHO OrNS40Bi AaHi CydacHOro cTaHy enigemMionorii, npodinakTnku Ta kepysaH-
HA NaLjEeHTIB i3 CIMEHOIO rinepxonecTepuHEMIEID, akLLeHTOBAHO yBary Ha paHHE BUSIBIEHHS XBOPUX Ta CKPUHIHTY CiM'T.

KniouoBi cnoBa: civeiiHas rinepxonectepuHemis; rinoninigemiyHa Tepanisi; ctaTuHu.

CimeiiHa rinepxonectepuHemia (CIrX) — ue reHeTuyHe
3aXBOPIOBAHHSA, AKe XapakTepu3yeTbCSH BUCOKMM PIBHEM
XO/IeCTEPUHY B KPOBI, 30Kpema NinonpoTeiHiB HA3LKOI LLji/Tb-
HocTi (JINHLL), a TakoX paHHiM BUHUKHEHHAM CepLieBO-Cy-
OVHHMX 3axBoptoBaHb (CC3) [1-4, 8, 10]. 3anexHo Bij,
ycnaaKyBaHHS LibOro 3aXBOPHOBaHHS, iCHYE ABi hopMu — ro-
MO3U1roTHa cimeiiHa rinepxonectepuremis (ToCrx) tarete-
po3uroTHa cimeliHa rinepxonectepuHemisa (FCrx) [1-3, 7,
8]. MavujenTn i3 CIX 3a3Buyali MatoTb piBeHb JIMNHLL, B aBa
paswv BULLWIA, NOPIBHSHO i3 cibcamu (bpatu, cecTpu nepLuol
NiHii cnopigHeHocTi), Aki He MatoTb 3axBoptoBaHHsA [1, 2, 8,
10]. Takox Bigomo, wwo xBopi i3 NCI'X y Biui 20—-39 pokis
MaloTb fecATvkparte NiABULLEHHS PU3UKY Bif 3arasibHoi
cMmepTHocCTI [1-3]. MauieHTn i3 ToCIrX 6e3 agekBaTHOro Jii-
KyBaHHS NomMyparoTb [0 ABaAUATUPIYHOIO BiKY [3, 4, 8].

CbOrofiHi nowmpeHicTb Ta cTaH NpobsiemMmn akTMBHO BUB-
yarTb Y KpaiHax €sponu (ScreenPro FH), nowmpeHHa FCrxX
cepep eBponeiicbkoi pacy ctaHoBuTb 1:250-500 oci6, FoCrX
1:100 0000—-250 000 ocib. Y xBOpuMX Ha rinepxosiectepuHe-
Mmito CI'X 6yBae B 5-10 % Bunagkis [3, 4, 7, 10].

3anigo3punu HassHicTb CIX y nauieHTa 3 rinepxosiecte-
PVYHEMIEKD MOXHA, AKLLO NPU (Pi3NKasIbHOMY 06CTEXEHHI 6yN0
BUSAB/IEHO KCAHTOMU CYXOXW/lb, HE3BaXKAOUM Ha MOro BiK,
ninoigHy Ayry poriBkM 4m ropGUCTy KcaHTeasmy y BiLli go 25
pokis [1-4, 6, 8—10]. AkLL0 6yN10 BUSBIEHO OAHY UM AEKiNbKa
03Hak, TO HEOOXiZHO ABiYi BU3HAUYUTU KOHLEHTpaLLito Ninifis
3 NPOMDKKOM 4acy LoHaimeHwe 10 rog [1, 2, 10]. HesBa-
Xarum Ha Te, WO isnKabHi 03HaKN 3aXBOPHOBAHHA Mal0Tb
HWU3bKY YyT/IMBICTb Ta 3yCTPIYAOTLCS HE Y KOXXHOTO nauieHTa
3 CI'X, ane € cneumdiyHnmy, TOMy HeO6XiAHO MPOBOAUTU
peTesibHy Nasbnavilo axiosloBOro Ta CyX0XW/lb-pO3rnHadis
nanbuis kncteid [1, 2, 8, 10]. 36ip cimeliHOro aHaMHe3y 3
JeTanisauielo HasBHOCTI ilweMiyHoi xBopobu cepusa (IXC)
abo nigBUWEHOrO 3arasbHOro xonectepuHy (3X) e
NpiopUTETHUM, A1 LUbOro BUKOPUCTOBYHOTH AiarHOCTUYHI
KpuUTepii KNiHIYHOro AiarHo3y cimeliHol rinepxonectepuHemil
3rigHo 3 KpuTepiamu CaiimoHa Bpyma (Simon Broome), ro-
naHpceknx kputepiis (The Dutch Lipid Clinic Network
(DLCN)) a6o MEDPED (Make Early Diagnosis to Prevent
Early Deaths). fani Heo6XigHO BUKAOUYNTU BTOPUHHI
rinepxonectepvHemii. 4ns nigTBEpIXEHHS AiarHO3y BUKO-
PVICTOBYIOTb MOJIEKYNSIPHO-TEHETUYHE A0C/IIKEHHS, 30Kpe-
Ma AHK-giarHocTuky. FKLLO nayieHToBi giarHoctoBaHo CIX,
TO HacTynHUM eTanom 6yae NpoBefeHHA KackafHOoro
CKPVIHIHTY poamyis xsoporo [1-4, 8-10].

MauieHTn i3 CI'X HanexaTb [0 0OcCib i3 BUCOKUM Ta Ayxe
BVICOKMM PU3NKOM CEPLIEBO-CYANHHUX KaTacTpodd, TOMY [yxe
BAXK/IMBOK € PaHHA AiarHoCcTvka Ta afekBaTHe NikyBaHHS
3axBoptoBaHHA. Tepanisg CI'X € NOXUTTEBO, TOMY AaHUX
navjeHTiB HEOOXIAHO perysispHO 06CTEXyBaTW Ta cnocTepiraty
X y AvHamiui. Mepwym Ta OCHOBHMM eTanom Teparnii € He-
MeAnKamMeHTO3He fikyBaHHA, a came, gieToTtepania Ta
MoAuiKaLis CTUI XUTTHA, TOGTO NiABULLEHHA i3UYHOT
aKTMBHOCTI, BiAMOBA Bi, LLUKiAMBUX 3BUYOK, 3MiHA Xap4OBUX
3BMYOK. [TPOCNEKTUBHI JOCNIMKEHHSA BUABUAW, LLO JOTPY-
MaHHS [iETV Ta perynspHe isuyHe HaBaHTaKEHHS CNpusi-
I0Tb 3HWKEHHIO CMEPTHOCTI Bif CepLeBO-CYAUHHMX 3axBO-
ptoBaHb Ha 40 % [4, 10]. MearkameTo3Ha Tepanis 6asyeTbes
Ha 3aCTOCYyBaHHi CTaTUHIB, K npenapaTiB nepwoi AiHil
(iHri6iTopn TMK-KOA pepgykTasw), iHribitopa abcopbu,ii xone-
cTepuwHy (e3eTnMib), noxigHux ibpoisoi kncnotu (ibpaTn),
HIKOTMHOBOT KNC/MOTWN, CEKBECTPAHTIB XOBYHUX KNCNOT
(ioHOO6MIHHI cMOo/n), omera-3-nosliHeHaCUYEeHNX XUPHUX
KucnoT Ta npebioTukis [1-4, 10].

CimeliHy rinepxonecTeprHeMIto AjarHOCTyOTb HeYacTo,
Ta 34e06i/bLIOoro NaLieHTN He 3HaKTb NPO ICHYBaHHS 3arpo3u
paHHbOro iHhapkTy Miokapga (IM) un rocTporo nopyLleHHs
MO03KoBOro kposoobiry (IMMK), ToMy BaXMBO peTesibHO
BMBYATW yCi BUNagku paHHix IXC, IM um IMMK. Ha gaHwii
yac iCHy€e aniropuTM NoLuyky nauieHTis i3 nigo3poto Ha CIrX,
LL,O CK1afa€eTbCs 3 AeKiNIbKOX MOCTYNOBMX €TaniB 4iarHOCTUKN
Ta BEAEHHS Takux nauieHTis (puc. 1).

AiarHocTuka CimeliHa rinepxonectepnHeMis € MOHO-
reHHUM 3axBoptoBaHHAM (“xBopoba ogHOro reHa"),
HalyacTile ue noe’sA3aHo 3 MyTaljiel reHa peuentopa
NMNHLW, (LDLR, 19p 13.2), anobinka B (2p 24-p23),
nponpoTeiH KoHBepTasn cyo6TuniamH-kecuH 9 (PCSK9, 1p
32.3), 6inka agantepa 1 peuentopa JIMHL, (LDLRAP1, 1p
36-p35)[1,2,5,7,9]

3axBoptoBaHHs Ha CIT Nifo3piokTh, AKLLO KOHLEeHTpaLis
3arasibHOro Xo/1ecTepuHy nepesuLLye 7,5 mons/n a6o SIMHLLL
>4,9 monb/ny fopocnux 216 pokis Ta piBeHb 3X — 6,5 Monb/n
abo JTNHLL >4,1 monb/n y giTeli Ta NigniTki; HAsABHICTb paH-
HbOro po3BuTKy IXC y cimeliHoMy aHamHesi (8o 60 pokiB y
poawnyiB nepLuoi NiHii aéo Ao 50 pokiB y poauyis Apyroi MiHii)
Ta 3a HaABHOCTI CyXOXU/IbHWX KCaHTOM. 1719 KNiHiYHOro BCTa-
HOBJIEHHA AiarHo3y CIX ocTaHHiM Yyacom GinbLU NoLMpeHo
BMKOPUCTOBYHOTb KpuTepii CaimoHa Bpyma (Simon Broome),
roflaHACbKNX KpUTepiiB (Tabn. 1, 2). MNpy BUHMKHEHHI Nigo3pn
Ha CI'X HeobXigHO ABidi BU3HAUYUTU KOHLEHTpaL,io Ninigis y
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1 eTan. lMoLuyK NaLeHTIB i3 NiJO3POK0 Ha CiMEliHY FiNCPX0NCCTEPUHEMIID:

» BupasHa rinepxonecrtepuHemis;

* PaHHill aHamMHe3 3axXBOPOBaHHS, 3yMOB/IEHUIA aTepocknepo3om (40 55 pokiB y YOMOBIKIB Ta A0

60 pPOKIB Y XIHOK);
* KcaHTOMaTO3;

* BUK/IOUEHHS! BTOPUHHIX TiNepXxosiecTepuHeMili

2 eTan. BcTaHOB/EHHSA fiarHo3y CiMeliHOl rinepxonecTepuHemii:
* BusiBneHHs npobaHga, 0cobu y siKoi BnepLue B Cim'i 6yno BncTtasneHo giarHos CrX*;

» KackagHwuii CKpUHIHT poandiB npobaHaa;

« OUjiHKa 0AATKOBUX CEepLIEBO-CYANHHIX (haKTOPIB PU3KKY Ta HAsIBHOCTi aTepOCK1epo3y

3 eTan. BusHayeHHs TakTVKM NikyBaHHA Ta nigbip Tepanii

4 etan. [lnHamiyHe CnoCTepPEeXeHHs

MpunmiTka. *— CIX — cimeliHa rinepxonectepuHemMis.

Puc. 1. AnropuTm BUSIBNIEHHS Ta BEAEHHA XBOPYX i3 CIMEWHOIO rinepxonectepruHeMiero.

Ta6nuua 1. fliarHOCTUYHI KpUTepIi KNiHiYHOro AiarHo3y ciMeliHOI rinepxonectTepuHeMil 3rigHo 3 KpuTepiasmu CalimoHa Bpyma
(Simon Broome)

Kputepiii MokasHuK OujiHka
leHeTnYHe OoCNimKEHHS MyTauisa AHK, nos’si3aHa 3 ciMeiiHoto rinepxonecTeprHeMieto Kareropist A
NinigHa naHenb Y popocnux: 3X >7,5 mmonb/n a6o XC NMHLL, >4,9 mmonb/n Kateropisi B

Y negiatpnynux xsopux: 3X >6,7 mmons/n a6o XC NMHLL, >4,0 mmorns/n Kateropisi B
[aHi 06’eKTUBHOrO CyX0XW/IbHi KCAHTOMM y navieHTa, abo xo4a 6 y 0AHOro poauya nepLuoi Kareropisi C
CMOCTEPEXEHHS abo apyroi niHii cnopigHeHocTi
CnagkoBuii aHaMHe3 IHdhapkT Miokapaa y Biui <60 pokiB y poaudis nepLuoi AiHii abo y Biui <50 Kateropist E
POKIB y poOAMYIB APYroi MiHii CropigHEeHOCTi
PiBeHb 3X >7,5 MMonb/n xo4a 6 y 0HOro poguya nepLuoi abo Apyroi NiHii Kareropisi E
crnopifHeHocTi
[JocTosipHa CI'X Kateropis A
Kateropisi B + Kareropis C
BiporigHa CI'X Kareropisi B + Kareropist D
Kateropiss B + Kareropis E

Mpuwmitka. IXC — iwemiyHa xBopoba cepus, JIMHLL, — ninonpoTeiHy HU3bKOI WifbHOCTI, CIX — cimMeliHa rinepxonecTepuHeMis.

nnasMi (B T.4. X0NeCTepPUHyY NiNONPOTEIHIB HU3bKOI LLi/IbHOCTI
(NNHLL), 6axaHo 3 MiHIMaIbHMM Npomikkom — 10 rog, 3i6pa-
T ciMeliHuii aHaMHe3 Lwopo IXC abo rinepxonectepuHemil,
HacCTyMHYM eTanoM Heo6XifHO BUKOUUTY BTOPYHHI rinepxo-
nectepuHewmii (tabn. 3) [1-4, 8, 10].

Mpw nigo3pi Ha CX y XBOPOro B MO/1040MY BiLi 3 rinep-
XOsiecTepUHeEMiet0 He06XiAHO NPOBECTU LiTbOBUIA CKPUHIHT
— BMBYMTY aHAMHE3 Ha HasBHICTb 3aXBOPIOBaHb, L0 MOXYTb
6YyT1 3yMOB/IEHI aTEPOCK/IEPO30M, MOXJ/IMBUIA AUCNAHCEPHWIA
Harnsazy kapjjonora 4n HeBponaronora, CyauHHOro xipypra.

AKLo0 B CiM'I B 04HOr0 3 6aTbKiB HasiBHI (DEHOTUMOBI NPO-
aBn CIX, a came, KCaHTOMATO3 UM paHHili po3BuUToK IXC,
HeobXiJHO AKkOMOra paHille 06CTeXWUTH BCIO POAMHY, W06
Bukntountn Crx[1, 2, 6, 7, 9.

Baxnuneo nigkpecnmntu, Lo BiACYTHICTb BULLIEBKA3AHHMX
03HaK He BUK/toYae giarHody CIX, skuli MOX/IMBO BCTaHOBW-
TN 6€e3 3a/TyY4EHHSI MOEKYNSIPHO-TEHETMYHOMO aHaslizy 3aLi-
kaBrieHux reHis (LDLR, APOB, PCSK9, LDLRAP1), ane npu
HasABHOCTi pe3ynbTaTiB FeHETUYHOr0 TECTYBaHHS iCTOTHO
noserwyeTbCs pob0Ta, CNpsiMOBaHa Ha NPOBELEHHS Kackas-
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HOTO CKPUHIHTY, SIK1iA MOXe BYTN KOPUCHUM A5 NNaHyBaHHS
CIM"l, @ TaKOX NiABULLYE NPUXISIbHICTb NaLieHTa [0 JS1iKyBaHHS.
HeraTvBHWIA reHeTUYHNIA TECT Ha OZHY 3 MyTaLliil He BUK/OYae
AiarHosy CI'X, Tomy Lo npru6am3Ho y 20 % MyTaLiii y XBopumx
[aHoro npodointo BUABUTA He BAaeTbeA [1, 4, 8].

Mpy HasBHOCTI B CiM'i O4HOr0 XBOPOro 3 AiarHO30M
poctoBipHoi CIX um iimoBipHOi CI'X, HEOOXiAHO NPOBECTU
KacKafHWIi CKPUHIHT YCiX poanyiB, MOYMHAKUN 3 NEPLLOT MiHil,
Janiblue Apyroi Ta TpeTbol. MeTol KackafHOro CKpUHiry €
BUSIBNIEHHS 3aXBOPHOBAHHA Ha AOK/IIHIYHOMY eTani, a ue, y
CBOI0 Yepry, J03BOJISIE CBOEYACHO NMPOBECTY KOMIJIEKC Npe-
BEHTUBHWX 3aX04iB A/151 NonepeixeHHs1 PO3BUTKY CepLeBo-
CYyOMHHUX KaTacTpod [1-3, 8].

Micna npoBefeHHA KackafHOro CKpPWHIHIY HeobXiaHO
NPOBECTU FEeHETUYHUIA Ta (DEHOTUMOBUIA CKPWHIHT POAUYIB
npobaHga. FKLWO 3a pedybTataMy reHeTMYHOro TeCTyBaH-
HSA poanyiB 6y/10 OTPMMAHO HeraTUBHWIA pe3ysbTaT abo
HemMae MOX/MBOCTI ANS NPOBEAEHHA Takoro poay
[OCNIMKEHHS, MOXHA BUKOPUCTATU (DEHOTUNOBUIA CKPYHIHT.
[iarHOCTUYHI KpuTepii KAiHIYHOTrO AiarHo3y ciMelHol
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Ta6nuusa 2. fliarHOCTUYHI KpUTepIi KiHIYHOro AiarHo3y ciMeliHoI rinepxosiectepuHeMii 3rigHo 3 kputepismu Dutch Lipid Clinic

Network
pyna 1. CimeliHnii aHaMHe3 Ban
Poawnyi nepLuoi niHii i3 BctaHoBneHum daktom IXC abo 1
Popauui nepLuoi niHii i3 BcTaHoBNEHUM thakTom nigsuLLeHoro pisHa JINHLL >95 nepueHTnns ons 1
BiZANOBIAHOrO BiKy, CTaTi y NEBHIli KpaiHi
Poawnyi nepLuoi NiHil i3 CyXoXunbHUMK KcaHTOMamy Ta/abo 3 CEHUTBHOK YO0 POriBKOK abo 2
[itn <18 pokis i3 piBHem JIMHLL, >95 nepueHTUNs, cTaH4apTU30BaHOrO 3ri4HO 3i CTATTIO Ta 2
BIKOM, BIiNOBIAHO [0 KpaiHu
Fpyna 2. KniHiyHWii aHamHe3 Ban
MauieHT Mae paHHili noyaTok po3BuTky IXC 2
MauieHT Mae paHHili noYaTok po3BUTKY LiepebpasibHOro abo nepedepiiHoro atepockieposy 1
Fpyna 3. OG’€KTUBHE OGCTEXEHHSA Ban
CyXOXW/IbHI KCaHTOMU
CeHunbHa fyra porisku, Yy Bilj <45 pokis 4
Ipyna 4. BioximiuHi pe3ynbratn nokasHukis JIMHLL, Ban
>325 mr/gn (8,5 mmonb/n) 8
251-325 mr/gn (6,5-8,4 Mmornb/) 5
191-250 mr/gn (5,0-6,4 mmonb/n) 3
155-190 mr/gn (4,0-4,9 mmonb/n) 1
F'pyna 5. MonekynsipHa giarHoctuka (aHanis AHK) Ban
MyTauia reHa JINMHL, (LDLR, APOB, PCSK9) 8
MeBHwin giarHo3 CMX >8
VimosipHa CIX 6-8
Moxnmsa CIr'X 3-5
ManolimoBipHa 1-3

Mpumitka. IXC — iwemiuHa xBopoba cepus, JINHLL — ninonpoTeiHn H13bKOI LWinbHOCTI, CIX — cimeliHa rinepxonectepuHemis.

Ta6nuua 3. BTOpYHHI NpUUKMHHI rinepainigemii, Wwo HallvyacTiwe 6yBatoTh y KNiHIUHIA npakTui

MpuunHa MigsuweHHs piBHA XC JIMHLL, MigsuweHHs piBHA TI
Lieta HacunueHi abo HeHacuyeHi xupw, 3aliBa maca 3aliBa maca Tina, gieta 3 gyXe HU3bK/M BMICTOM
Tina, aHopekcis XMpiB, HAAMLIOK padpiHOBaHNX BYr/1€BOAIB, HaAMIpHE
CMNOXNBAHHS a/IKOroto
MeaunkaMeHTO3Hi LiypeTviku, LMKIOCNOPUHHN, TNIIOKOKOPTUKOIAN, [MepopasnbHi eCTporeHu, roKOKOPTUKOIAN,
npenapartu amiofiapoH, iMyHogenpecaHTu, BUCOKOaKTMBHA CEeKBECTPaHTW XOBYHWUX KUCNOT, iHribiTopy npoTeas.
peTpoBipycHa Tepanis y BI/l-iHdhikoBaHUX XxBOprXx | AHabOoNiYHi cTepoian, npenapaTy PETUHOEBOT KUC/IOTH,
cuponimyc, pasiokendyeH, TamokcudyeH, BB (okpim
Kapsegunony), Tiaanau
3axBoproBaHHsA XonecTas, HethpOTUYHNIA CUHAPOM HedpoTnunuii cuHapom, XHH, ninognctopodis
[MopyLueHHs Ta 3MiHK FinoTupeos, OXMPIHHSA, BariTHICTb LA  (HemocTaTHbO  KOHTPO/bOBaHWA),  riNOTMPEeOo3,
06MiHy peyoBUVH OXMPIHHSA, BariTHICTb, CMHAPOM KyLunHra

MpuwmiTka. BB — 6eTa-610kaTopu, BT — Bipyc imyHoaediumTy nigmHn, XHH — XpoHiuHa H1MpKoBa HepocTaTHiCTb, LI — LykpoBuii giabeT.

rinepxonectepuHemii CalimoHa Bpyma (Simon Broome) npo-
[OEeMOHCTpYBaIn BUCOKY YyTNMBICTb (93 %) Ta cneuundivHicTb
(82 %) y pocnimxeHHsxX pociicbkoi nonynsuyii (puc. 2) [3].
NikyBaHHA Npy BuABNeHHI CI'X HeobxigHO npoiHdop-
MyBaTV NauieHTa Npo HasiBHICTb BUCOKOro abo AyXe BUCO-
KOrO PU3NKy BUHWKHEHHS CEpLEeBO-CYAMHHUX Ta Lepebpo-
BaCKy/IAPHNX KatacTpo, Lo NoB’A3aHO 3 PO3BUTKOM are-
pocknepo3sy. Wkany SCORE gna BM3HAYeHHA PU3UKY
CepLeBO-CYANHHUX KaTacTpod y naujieHTis i3 CI'X BUkopuc-
TOBYBaTW HefoLUiNbHO. [Ans nikyBaHHA xBopux i3 CIMX Tpa-

AVLiiHO cnoYaTKy MPOBOASTL KOPEKLit0 (DaKkTOpIB py3unKy Ta
MOAUiIKYBaHHS NOBCAKAEHHOr0 XUTTA. KopekLuito dhakTopis
pU3MKy NPOBOAATL LUNAXOM BiAMOBW Bif, THOTIOHOKYPIHHSA,
TakoXX KOHTPO/b 3a apTepiasibHUM TUCKOM, iHOEKCOM Macu
Tina, 06MeXeHHs1 CNOXMBaHHSA NPOAYKTIB, 36arayeHnx Xo-
nectepviHoMm, He Ginbie 200 Mr/aeHb XonecTepuHy Ta nig-
BULLEHHSA BXVBaHHA NPOAYKTIB, O MICTATb POC/NHHI CTe-
ponu i cTaHoNw, WO 3a AaHUMU LOCNIIKEHb MOXYTb 3HU3U-
T KoHUeHTpauito NIMHL, y ntogeii i3 TCrx [2—4, 8, 10]. Ycim
nauieHTam i3 CI'X npusHavatoTb gieToTepanito, 6epyun go

148



ISSN 1681-276X. BICHUK HAYKOBUX AOC/IIAXXEHb. 2018. Ne 3

Bik
0-14
53

15-24 25-34 35-44 45-54
53 53 53 5,3

>55
53
52 52 52 52 52 52
51 51 51 51 51 51
5.0

> >

49 49 49 49 49 49

5,0

>

5,0

>

5,0

>

48 48 48 48 48 438
47 47 47 47 47 47
46 46 46 46 46 46
45 45 45 45 45 45
44 44 44 44 44 44
=
T 43 43 43 [43 |43
D42 42 42 42 42

> > >

41 41 41 41

N
—

4,0

> >

39

> >

3.8

5!

4,0

>

N
[=)

3,9

>

Kinxu

Biporignmii miarno3 CI'X

CI'X BigcyTHst

Mosxmusmii giarao3 CI'X

0-14 15-24 25-34 35-44 45-54 >55
53 53 53 53 53 53
52 52 52 52 52 52
51 51 51 51 51 51
50 50 50 50 50 50
49 49 49 49 49 49
48 48 48 48 48 48
47 47 47 4T 47 A7
46 46 46 46 46 46
45 45 45 45 45 45
44 44 44 44 44 44
43 43 43 43

42 42 42 42

41 41 41 41

40 40 40 40

39 39

38 38

>

YonoBiku

Puc. 2. BioxiMiuHi KpuTepii CiMeiHOT rinepxonecTepuHemii A5t poanYiB 3a/1eXHO Bif BiKy Ta PiBHA NINONPOTEIHIB H13bKOT LWinbHOCTI (NICE —

National institute for clinical excellence 2008).

yBaru MicLLeBi Xap4oBi 3BMYKM, asle nepesary HafatTb BirbLu
KOPWCHIlA Xi, pPEKOMEHA,0BAHO 3HU3UTK CMOXMBATN Xap4oBy
Ciflb [0 5 Mr/feHb, 06MEeXNTU BXMBAHHA a/IKOro/IbHUX Ha-
nois go 10-20 r/geHb — ans xiHok Ta 20-30 r/geHb — ans
YO/IOBIKIB; Y MaUieHTIB i3 rinepTpuriiLepuaemMieto ankorosib
HeobXiAHO BUK/IUUTK, @ TaKOX HaAaT! pekoMeHaaduii woao
OOTPYMaHHS IHAMBIAYaIbHUX [,030BaHUX (Di3UYHUX HaBaH-
TaXKeHb Nif, KOHTPONIEM YACTOTK CepLIEBMX CKOPOUYEHb Ta
apTepiasibHOro Tucky [1-4, 8—10]. HacTynHMM KpOKOM Y fli-
KyBaHHi nmaujieHTiB i3 CI'X € cTtatMHoTepanis. 3 ornsgy Ha
NOCTiliHNIA NMPUAOM CTATUHIB Ta YacTUi PO3BUTOK MNOBGIYHNX
peakuiil, AoLiTIbHUM € 3acTOCyBaHHS hapMakoreHeTUYHOro
TeCTyBaHHSA Ta BU3HaYeHHA nonimopdismy rera SLCO1B1

Ans cTpaTudikauii pu3nkis po3BUTKY HebakaHNX peakLili Ta
nepcoHidikauii MakcMManbHOT 403U CTaTMHIB A0 noyaTky
nikyBaHHSA. Ha noyarky /likyBaHHsS 3aCTOCOBYHOTb MakCyMaslb-
Hi gosu: “PosyBactatvH” — 40 mr/goby Ta “AtopBactatut”
— 80 mr/go6y. MeTol MeanKamMeHTO3HOrOo JliKyBaHHS € [10-
CAreHHs Uinbosmx pisHis JIMNHLL, <2,6 monb/n Ta <1,8 mosnb/n
npu HasBHOCTI IXC, uykposoro giabeTy, BUpa3HOro atepo-
ckneposy 6paxioledasnibHUX abo nepudepuyHX apTepii.
FAKLLO HEMOX/IMBO AOCAITW LiNboBMX piBHiB JITTHLL, Heob-
XiiHO 3HM3NTK NoKa3HWK Ha 50 % Big NO4aTKOBOrO pPiBHSA [1,
2,7,8].

KniHiuHmin nepe6ir FoCrX GinbLu TSHXKKUIA, TOMY 30/10TUM
CTaHAAPTOM JliKyBaHHsS € 3aCTOCYBaHHs MporpamMmHoro adge-
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pe3y JIMHLL, — ekcTpakoprnopasibHe BuAaneHHa JIMHLL, i3
nnasmu nepmdepinHoi KPoBi.

3a nokasaHHAMU Teparnito MOXHa ONOBHUTW 3aCTOCYBaH-
HAM eBosiokyMaby — 420 Mr 1 pas Ha MicsLb, NiALLKIPHO; AKLLO
nauieHT nepebyBae Ha adpepesi eBasIokymMab 3acTOCOBYHOTb
1 pas Ha aBa TvxHi, 3rigHo 3 rpadiikom adpepesy [5, 10].

Ha nouatky ctatrHoTepanii HeobxiaHe BcebiuHe cnocTe-
peXeHHs 3a nauieHTOM Ta MOHITOPUHT AJ151 OLHKN eheKTuB-
HOCTI Ta NepeHOCUMOCTI JliKyBaHHS, a came, BU3HAUYEHHS
(hYHKLOHaNIbHUX NEYiHKOBUX TEeCTiB NPOTAroM 3-X MICAL,iB
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DETECTION AND TREATMENT OF PATIENTS WITH FAMILIAL HYPERCHOLESTEROLEMIA

Summary. At present, the problem of the detection and treatment of patients with atherosclerosis is mainly due to the fact that there
is no nationwide program to combat atherosclerosis, cholesterol screening and other risk factors, there is not enough adequate
awareness of the population on the issues of this specialty and media support, ineffective vascular centers concerning reduction of
lethality, insufficient patient adherence to the treatment, failure to reach the target levels of low density lipoprotein and inherent fear
of administration the maximal doses of statins. Over the last decade, many data have been accumulated on familial hypercholesterolemia,
and it is known that the prevalence of the disease has been more frequent than previously anticipated. Familial hypercholesterolemia
is a hereditary disease that is associated with the early development of aggressive atherosclerosis and cardiovascular disease at
young age, and is characterized by a severe course with high mortality. The paper provides an overview of the current state of
epidemiology, prevention and management of patients with familial hypercholesterolemia, emphasizes the early detection of patients
and screening of the family.

Key words: familial hypercholesterolemia; hypolipidemic therapy, statins.

©E. A. fAAkumeHko, E. A. MasHUUYEHKO
Oodecckuli HayuoHa/IbHbIU MedUYyUHCKUl yHUsepcumem

BbIABTIEHVE U NEYEHUE NALUMEHTOB N3 CEMENHOW MMNEPXONECTEPUHEMUNEN
Pestome. Ha cerogHswHuii geHb npo6ieva BbIsIBIEHUS U NiedeHsi 60/1bHbIX aTepOCK1epo30M, I/1aBHbIM 06Pa30oM, 3aK/toHaeTcs B

TOM, YTO HET BCEYKPaUHCKON nporpaMmbl 60pb6bl C aTEPOCKIEPO30M, CKPUHUHIA YPOBHS XO/IeCTeprHa 1 ApyruX hakTopoB purcka,
OTCYTCTBME AOCTATOYHON NHPOPMUPOBAHHOCTM HACE/IEHUS MO AAHHLIM BONpOcam 1 NOAAEPXKKN B CpeAcTBax MaccoBoii MHgopMaLmMn
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-n Hea(ﬁt)(peKTVlBHOCTb COCYANCTbIX LLEHTPOB MO CHMXEHWUK0 NeTasIbHOCTU, HegoCcTaTovYHadA NpuBepPXeHHOCTb NayeHTOB K J1Ie4eHuto,
He OO0CTMXEeHNe LeneBblx ypOBHeI7I nvnonpoTtenHos HM3KOW NIOTHOCTU 1 I'IpVIBbI‘-IHbIVI CTpax HasHa4eHUA MakCUMaslbHbIX 003 CTaTu-
HOB. B nocnegHne gecatnnetTve MHOro AaHHbIX Hakomn/1eHo OTHOCUTENIbHO 3ab0neBaHNs ceMeliHoi rmnepxonecrtepuHemMmnen, N3BecT-
HO, YTO pacnpocTpaHeHHOCTb 3ab0n1eBaHNsa okasanacb 60see 4acTon, Yem paHee oxunaanacb. CewmeliHas rmnepxonecrtepnHemMus
—3TO HacsiegCTBEHHOE 3aboneBaHue, accounmpyrowieecsa ¢ paHHUM pasBUTUeEM arpecCcrMBHOIO aTtepock/eposa n cepaeyHo-cocyancCTblX
3abo0neBaHuii B MOJ1040M BO3pacTe, XapakTepnusyeTca TAXe/1bIM TEHEHNEM U BbICOKOI 1eTa/lbHOCTbI0. B cTaTbe N3M0XeHbI 0630pr|e
AaHHble COBPEMEHHOI0 COCTOAHUA annAeMnonormn, ﬂpOCpVU'IaKTVIKI/I N MeHepKMeHTa nauneHToB C cemeliHoi rmnepxosniectepmHemMu-
e, akKUeHTnpoBaHO BHMMaHne Ha paHHee BblisB/1EHNE 60/IbHbIX 1 CKPWHUHIa CeMbN.

KntoueBble cnoBa: cemeliHas rmnepxonecTtepuHemMus; rmnonmnuaemMmmyeckas tTepanusa; CTaTuHbl.
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