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Aocmparxm

Cemetinas Komouruposarrasn unepaunudoemus (CKIJ) — 00Ha u3 Hauboiee 4acmoiX HacieoCmeeHHbIX
Ppopm 2unepaunuoemu, acCOUUUPYOUancs ¢ ROBblUeHHbiM puckom MBC. B KIuHUYecKkoll npaxmiuke 3mo
3abo0ae6arue Hacmo OCMaémcs HePacno3HAHHbIM, Yo G1eHem 3a coO0l No30Hee Ha3HAYUCHUe 1eHueHUs. B
cmamoe onucsléaemcs ouaznocmura u neverue CKIJI y unenoe 00Hotl cemvis; npusedeHsl Oammbie 1aoopa-
MOPHBIX UCCNEO0BAHULL, OCMOHCIPUDYIOUUE XapaKmeprbie /158 3020 3a00e6aHUL HAD)YUeHUS NOKA3A-
Menet AUNUO-mpancnopmHOLL CUCIMEMbL.

Knioueeanie cnoea: sunemuneckas 601e3Hs cepoyd, L08ACamiut, Cemelinan KOMOUHUPOBAHHA 2unepiL-
nuoemusl, mpuaunyepuost, Xonecmepun .

Diagnosis and treatment of family combined hyperlipidemia
Maksimenko A.V., Turashev A.D., Fedorovich A. A., Tischenko E.G., Rogoza A.N.

Abstract

Family combined byperlipidemia (FCH) - one of the most common inberited form of hyperiipidemia, and is
associated with an increased risk of CHD. In clinical practice, the disease often goes unrecognized, leading to
a later appointment treatment. The article describes the diagnosis and treatment FCH in families. Presented
research data demonstrating the characteristic of the disease indices of lipid disorders and transportation
system
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OfHOM 13 NPUYNH HapYLLEHUW NUNUA-TPAHCNOPT-
Hom cuctembl (JITC) KpoBM SBASETCA CemMelHas
KOMOWHWpOBaHHas runepnvnuaemMus (CKMT) — pac-
NPOCTPaHEHHas PopmMa HaCNeACTBEHHOW rMNepamno-
npotenaemmm (I71M) ¢ 4actoTor B 0OLLen NonynaLMM
0,5-2% [1]. bonee 4acto nuua ¢ 3TMM 3abornesa-
HMeM BCTPeYaloTCa Cpenm MalMeHTOB, CTPadatoLLmX
NBC (10%), a Takxe cpedu nepeHecLlnx MHMaPKT
muokapaa (MM) B Bospacre no 60net (11,3 %) [1];
cpenw Bcex 6ornbHbIX ¢ UM, T.e. 63 BO3pacTHbIX orpa-
Hu4eHumn, Yactota CKITT moxeT gocturate 40 % [2].
ST OaHHble TOBOPAT O TOM, 4TO, BO-nepBbix, CKITJI
TeCcHO accoummpyetca ¢ MIBC, n, BO-BTOpPbLIX, 3TO 3a-
DoneBaHMe B KIIMHMYECKOW MPaKTUKE 4acTo OCTaET-
CA Hepacrno3HaHHbIM N HenevyeHHbIM. BHavane CKIJI
OMMCbIBaNM Kak MOHoreHHoe 3abonesaHue [3], ogHa-
KO mocrenyolme paboTbl Nokasanu donee CloXxHbIN
TN ero HacnegoBaHMa. MonekynsapHO-reHeTn4Yeckas
ocHoBa CKIJ1 0o crx Nop He BbIACHEHA, XOTH UCCeno-
BaHWA NOCNEeOHMX JIET NOKA3asn, YTO C BO3HUKHOBEHN -
eM CKIT1 moxeT 6bITb cBA3aH reH USF1, koompytoLmim
COOTBETCTBYIOLLMN TPAHCKPUNLMOHHBIM dhakTop USF1
[6], KOTOpbIV peryavpyeT dyHKLMIO HECKOTbKMX FEHOB,
KOHTPONMMPYIOLLMX MeTabOMM3M ITIIOKO3bl U TNMUAOB.

B HacTtoswee Bpema CKIJI onpemensior Kak pac-
NPOCTpaHEHHOE METaboNMYeCcKoe HapyLIeHWe, XapaK-
Tepuaytollleecs: a) nosbilieHneM ypoBHS XC mau TI
B CbIBOPOTKE MO MEHbLLEN MEPE Y ABYX HIEHOB OOHOM
cembu, 0) BapuabenbHOCTbIO TWMa runNepaUnuae-

MWW KaK y caMoro nauueHTta (MHAMBUOyanbHas Ba-
prabenbHOCTb), Tak 1y ero HObHbIX POACTBEHHUKOB
(BaprabenbHOCTb BHYTPY CEMbM) U B) MOBbILLIEHHbBIM
puckom panHHen MBC [3-5, 7, 8]. MNMomunmo nepeymc-
NEHHbIX KIMHUKO-bUoxmmmyecknx kputepmes, CKITT
CBOWCTBEHHbI TaK>XXe rmrepanobeTanmnonporerHemMms
(ypoBeHb anonunonpotenHa (ano) B >125wmr/an)
[9, 10], noBbILEHNE YPOBHEN HESCTEPUDULIMPOBAH-
HbIX XWUPHbIX KMCnoT (HIXKK) [11] n C3-KoMnoHeHTa
KomMnnemeHTa [12-14].

MpVBOAMM  KIMHUYECKOe HabsofdeHue  CeMbU
¢ CKMT v nokasbiBaeM 3dpPeKTUBHOCTb ANETbI U UH-
rmouTopa M -KoA-penyktasbl Ha nokasatenun JITC
M HekoTopble Apyrve (akTopbl, acCOLMMPOBAHHbIE
C 3TM 3ab0neBaHMEM.

bonbHasa T, 71r KnuHudeckmm pguarHos: WBC:
cTeHokapams HanpskeHus, I K. MocTuHdapKTHbIN
Kapamockepos. ATepOoCKIEPO3 apTePUIN HNXKHUX KO-
HeuyHocTel. lNepemexalowancs XpomMoTa. [MnepToHu-
veckas bonesHs Il ct. KoMOMHMpoBaHHas runepavnm-
nemMus.

Mpw nocTynneHun NpeabsaBRsna xanobbl Ha 6onn
33 TPyOMHOW MpU OObIYHOM (U3MHECKOoM Harpyske
WM Ha (oHe BbICOKOro All, ronoBOKpyXeHMe, LLyM
B yLUAX.

KopoHapHbIn aHaMmHe3 ¢ 60-neTHero Bo3pacra,
korga nepeHecna MM HuxHen nokanusauum, nocse
4ero NosBMIAaCh CTEHOKaPAMS HanpsaxXeHns. B TeveHme
nocnegHUx 6 net 6ecnokosT Takxke OonM B MKPOHOX-
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HbIX MbILIL@X NpWY BbICTPOM UNK ANUTENBHON XOAb0e.
MNosbiweHre AL po 190/100 MM pT. CT. OTMeYaeTcs
nocnefHve 2 roga.

3 cemelnHOro aHamHesa M3BeCTHO, YTO CTapLlas
cectpa ymepna B 48-netHem Bo3pacte nocie M.
Y nauneHTkn ects ABe godepun, 49 n 42 nert, KoTopble
Xanob Ha 3[,0pOBbE He NPeAbABNSAIOT.

Obllee cocTosHME YOOBNETBOPUTENbHOE. PUTM
npasunbHbI, HCC 72 ya\MuH. AL 125 /70 MM pT. CT.
CHMXeHa Nynbcauus apTepuia Ha ctonax. MiHoekc mac-
cbl Tena (MMT) 30,2 kr/m?, oTHOLEeHWe OKPY>XXHOCTK
Tanumn kK oobemy 6eaep (OT/0B) 0,94.

Obwmn XC 11,4mmonb/n, T 14,2 MMonb/1,
XC nunonpoTenaoB  Bblicokon nnotHocTu  (J1BIT)
0,6 mmonb/n, H3XK 1,22 mmons/n, ACT 13E/n,
ANT 15 E/n, KpeaTVHWH 52 MKMOoRb /A, obLumi benok
80,2r/n, onnnpybuH 8,22 MKMOnb /1, MOYeBas KuUC-
nota 221 MKMosib /1. TNtoko3a HaToLak 4,7 MMonb /1,
Yyepes 2 4acanocne caxapHomHarpyskm—9,1 Mmonb /1.
AnoA-11,08r/n,anoB 1,84r/n, C-3 KOMNOHEHT KOM-
nnemeHta 210mr/an, C4 72,5 mr/an, C-peakTyBHbIN
6enok (CPB) 2 mr/n.

Pe3ynkraThl 00C/IEA0BaHUA CTapLUen Jovepn npo-
BaHoa. MNaupenTka I, 49 nert, xanob He npenbaBnseT.
NMT 27 kr/m2,0T/0B-0,9.00wmnXC6, 1 Mmonb/n,
Tr 1,93 mmonb/n, XC JIBM 1,15 mmonb/n, XC nnno-
npoTenaoB HW3kow nnotHoctv (JTHM) 4,07 mmonb/n,
H2XK  0,93mmonb/n, ano  A-11,29r/n, ano
B 1,93 r/n, mioko3a Hatowak 5,41 MMosb/f1, MIoKo-
3a Yepes 2 Y4 Nocsie caxapHoW Harpysku 7,9 Mmonb/n,
ACT 10E/n, AJIT 7E/n, KpeatuHnH 61,2 MKMOnb /N,
obLwmm Genok 8r/n, BUANPYOUH 5,7 MKMonb /1, Mo-

4eBas Kucnota 274,6 mkmonb /11, CPb = 10 mr/n. Kom-
MoHeHTbl koMnnemenTa: C3 155 mr/an, C4 35 mr/an.

Pe3ynbraThl 00Ceq0OBaHA MNaALWEN Ao4epy Npo-
OaHpa. MaumeHTtka A., 42 neTt, xanob He npegbss-
nset. UMT 23,8«r/m?. O6wmn XC 5,9 mmonb/n, T
2,53 mmonb/n, XCJIBIT 1,6 mmonb /i1, XC nunonporte-
MAOB HM3KoM nnoTHocTn (JTHM) 3,15 mmonb /n, HOXKK
1,41 mmonb/n, ano A-l1 1,68r/n, ano B 1,28r1/n,
rMioKo3a HaTowak 5,74 MMosb /11, TIIOKO3a Yepes 24
nocne caxapHow Harpysku 9,1 mmonbs/n, ACT 14E/n,
AJTT 10 E/n, kpeaTHWH 53 MKMOrb/11, 0D Benok
83r/n, OunupybuH 7 MKMOIb/N, MOYeBasi KMUCOTa
292 mkmonb/n, CPB 1 mr/n. KOMNOHEHTLI KOMMfie-
MeHTa: C3 228 mr/aon, C4 41 mr/on.

MNony4eHHble OaHHble 0 nokasatensx JITC, a Tak-
Xe pesynesratbl anekTpodopesa J1MT CbIBOPOTKM Kpo-
BM B refie araposbl C MCMNONb30BaHMEM MNACTUHOK
"Lipogel” Ha cucteme "Paragon” cumpmbl "Beckman”
(CLLIA) ¢ nocnegytoLlen eHCUTOMETPUEN NO3BONMN
OMarHoCTMpoBaTh y Matepu 1B Tmn runepnunmugemMmn,
y Ctapiuen godepu — A, y Mnagwen godepu — [V Tmn.
Kpome TOro, Obifo BbIABMEHO MOBbILIEHWE YPOBHEN
ano B, C3-komMnoHeHTa komnnemeHTa 1 HKK y Bcex
obcnenyeMblx. Y npobaHaa oTMe4anoch Takxke noBbl-
WweHue ypoBHA C4-KOMMOHEHTa KOMMJfIEMEHTa Bbille
BEpPXHeW rpaHuLbl HOpMbI. [epopalbHbI TecT Tone-
PAHTHOCTU K TTIOKO3e ObiNl U3MEHEH Yy Bcex obcneaye-
MbIX. TakiM 0Opa3oM, B aHHOM ceMbe Oblna AnarHo-
ctmposaHa CKIT1.

BceM Tpém obcnemyeMbiM ObIno NpeanoXeHo B Te-
yeHue 12 Hepn cobniofath CTaHOAPTHYIO rMnonnnuae-
MUYeckyto ameTy [15], a MaTepu 1 cTaplien godepu —

Tabnuua. [InHaMMKa aHTPOMOMETPUYECKMX AaHHbIX, Noka3aTtenen JITC, KOMNoOHeHTOB KoMmnnemeHTa 1 CPB no-
Cfle oneToTepanum Ha NPoTsxeHnn 12 Hepenb cpeam YneHoB cembm ¢ CKITT .

Ao Mocne
AveTbl aneTbl
NMMT 30,2 27,7
OT/0b 0,94 0,89
o6, XC, MMmonb/n 11,4 6,4
XC IHA, mmonb /n 4,37
XC NBM, mmonb/n 0,6 0,95
TT, Mmmonb/n 14,2 2,37
Ano-l,r/n 1,08 1,32
AnoB,r/n 1,84 1,13
Mioko3a, MMonb/n 5,8 4,78
C3, mr/an 210 194,7
C4, mr/nn 72,5 61,9
CPB, mr/n 2 3

Ao Mocne Ao Mocne
avetbl Avetbl aveTbl AveTbl
29,7 27,3 21,8 21,8
0,9 0,88 0,76 0,76
6,1 5.6 5,9 5,4
4,07 3,68 3,15 2,75
1,15 1,2 1,6 1,74
1,93 1,58 2,53 2,0
1,29 1,31 1,68 1,72
1,93 1,26 1,28 0,98
5,41 5,4 5,74 5,5
155 144 228 214
35 48 41 45
10 9 1 1
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YMEHbLLUNTb KONNYeCTBO NoTpebnseMon NmLun.

Yepes 12 Hepenb ObINO NpoBedeHO MOBTOPHOE
obcnenoBaHe 1 BbISBMEHbI Cleflylolne pesynbra-
Tbl (Tabnuua). Y matepu 1 ctapLien godepu Ha doHe
CHUXEHUS BeCa Ha 6 1 4 Kr, COOTBETCTBEHHO, V3MEHN -
nucb 1 nokasatenu JITC. Y npobaHaa yposeHb obLie-
ro XC cbiBopoTkn cHm3mnea ¢ 11,4 no 6,4 mmonb/n,
T - ¢ 14,2 po 2,37 mmonbs/n, ano B — ¢ 1,84r/n
no 1,13r/n. ®aktopbl Bocnanenus (C3, C4 komno-
HeHTbl KomnnemeHta u CPB) M3MEHUNUCh He3Haun-
TenbHO. Y CTapllen 1 MAaflen goYepen nokasarenm
JNITC HaxoaMnmncb Ha CcyBHOPMaNbHOM ypoBHe. bbino
MPVHATO pelleHne O Ha3HavyeHuW npobaHay Tepanum
nHrnoutopom MI-KoA-penykTtasbl J10BACTaTUHOM

Cnucox.aumepamypuot

B fo3e 20 Mr/cyT, a TakxXe acnvpuHa, aMnoaunuHa,
aTeHornona, MOHO-Maka, TpeHTana. Eé goyepsim peko-
MEHA0BAaHO MPOAOMXKXUTL AaNbHeullee cobniogeHue
OMETbl C NocneayoLWwmM KOHTPONEM NNMMOHOMO Crek-
Tpa Yyepes 3 Mecsla.

Yepes 12 Hemenb npuéma noBactaTvHa y Oonb-
Ho T. nonydeHbl chemylollMe pe3ynbratel: 00-
wum XC 5,1 Mmmonb/n, XC NHM 3,12 mmonb/n, T
2,2 Mmonb/n, XCJIBIM 0,98 mmonb /i1, ano A-11,31/n,
ano B 1,1r/n, rmiokosa 4,8 mmonbs/n, C3 20mMr/an,
C4 41 mr/pn, CPb 2 Mr/n. bonbHom pekoMeHO0BaHO
NPOJOIKEHME NIeYeHMe NOBaACTaTHOM B TOW Xe Ao3e
Ha hoHe cobniofeHUsa rMNoNMNUOEMNYECKON ONETbI.
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