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A6cTpakT

OmnmucaH cny4ail U301MPOBAaHHON TUIIEPIUIIONPOTeNAeMun(a) y FOMO3UTOTHBIX OpaTbeB-0/113He[0B
KaK eMHCTBEHHOTO JMIMAHOTO akTopa paHHeN MaHMU@ecTaluy UIIeMUYeckoil 60/le3Hn ceppaua
U OBICTPOrO NMPOrpecCUpOBaHMSA MYIbTU(HOKATBHOIO aTePOCKIepO3a, HECMOTPsI Ha ONTUMA/bHYIO
MeAMKaMEeHTO3HYIO TepaIuio.

KnrouyeBsle coBa: ninemndeckast 60/esHb cepaia, MyabTu(OKaIbHbIL aTepOCKIePO3, KAPpOTULHBII
aTepoCK/Iepos, munonporens(a), TUIEPANIIONPOTeneMusi(a).

Isolated hyperlipoproteinemia(a) as a factor determining the early development of
cardiovascular diseases in two twin brothers

A.V. Tyurina, O. I. Afanasieva, M. V. Ezhov, S. N. Pokrovsky
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Abstract

The case of isolated hyperlipoproteinemia(a) in two homozygous male twins as the only risk factor of
early manifestation of coronary heart disease and rapid progression of multifocal atherosclerosis, despite
the optimal medical therapy.

Keywords: ischemic heart disease, multifocal atherosclerosis, carotid atherosclerosis, lipoprotein(a),
hyperlipoproteinemia(a).

MauneHTsl B. 1 C., roMO3UToTHbIe bin3HeLbl 54 neT,
MMeEIOT OTAMOLLIEHHBIN CEMEMHbIN aHaMHe3 Mo ceprey-
HO-cocyamcTbimM 3abonesarHmam (CC3). MaumeHTB.c30
NEeT CTpafaeT apTepuanbHoOM runepToHnen. B Bo3pacte
37 neT OH nepeHec MHGAPKT MWoKapaa nepegHen
nokanusaummn, Npu KopoHapHown aHruorpadum (KAT)
BbISIBNleH CTEHO3 B WHMAPKT-CBA3aHHOW MNepeaHen

HUcxodawen aptepum (MHA) 0o 75%, CTeHO3 B yCTbe
ormbatolern aptepun 0o 60%, npasas KOpOHapHas
aptepus (MKA) creHosunposaHa 0o 60%, nposoan-
NOCb KOHCEpPBaTMBHOE fleyeHne. B npenocTaBieHHOM
MEeOMLNHCKOM AOKYMEHTaALWW [JaHHble O AUMUAHOM
npodwne OTCYTCTBYIOT, TMMONUNUAEMUYECKas Tepanua
He Ha3Hadvanacb. B 2009 rogy BbICTaBfieH AMArHO3
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| | | | | II OPVIFI/IHaﬂbeIe CTaTbMn

caxapHoro amabeta 2 tmna (CI 2 Tvna), Torga e
npv  CUMHTUrpaduU TONMOBHOMO MO3ra BbIABNEHO
CHUXKEHWe KPOBOTOKA B DaccerHax 3afiHen 1 cpefHew
MO3roBOWV apTepuii ClieBa, KOCBEHHO CBUAETENbCTBY-
follee O 3HAYMMBbIX CTEHO3aX, MPW aHMMOCLMHTUIPA-
UK noyek nonyyeHbl AaHHbIE 33 CTEHO3MPYIOLLMM
aTepocKfiepo3 feBor MoYvevHoW apTepun. B sHBape
2018 ropa nepeHec OCTpoOe HapylUeHVe MO3roBOro
KpOBOODPaLLeHUs MO MLLIEMNYECKOMY TUMY B JI€BOM

remuctepe. MNpu gynnekcHoM ckaHupoBaHum (OC)
BbISIBIEHbl CTEHO3bl BHYTPEHHEW COHHOW apTepuu
(BCA) cneBa no 80%, cnpasa — a0 75%. B ninnuaHom
cnekTpe obWmIn xonectepuH 7,13 MMonb /N, xonecte-
PVH NUMNONPOTENAOB HM3KoW mnoTHocTn (XC JTHM):
He onpefensnca, HazHadeH atopsactatid 20 Mr/cyT.
B eBpane 2018 roga npoBefeHa KapoTuaHasa 3Bep-
CMOHHas 3HAapTepakToMus (K33) cnpaBa, B Mae —
K33 cnesa (puc. 1).

PucyHoK 1. OCHOBHbIE CepaeyHO-COCYANCTbIe CODLITUSA 1 AMHAMMKA NUMUAHOTO NPOdUs
N TUNONUNNOEMNYECKON Tepan bpaTbes-0nm3HeLos B. (A) n C. (b)
A CJ, cteHos
nesoi OHMK no
noyeyHon MwemMueckomy K33* K33
Al UM apTepuu ™ny cnpasa cnesa
1996 "\ 2003, 2018, 2018, 2020,
VIIOHb 2009 sIHBapb cdeBpanb AeKabpb
OXC, mmonb/n 9,06 7.13 4,53 4,04
XC JIHN, Mmons/n 5,54 2,77 2,11
XC N1BM, mmonb/n 0,89 1,01
TI, Mmons/n 1,76 2,11
XC JIHM kopp., MMonb/n 0,03 ~0
XC JTHN kopp., MMonb/n
2,93 2,07
(bopmyna MaptuHa—XonkuHca)
3,64 3,03

XC ne JIBM, mmons/n

20 mr

nm,
b AKLL/MKLL
AeGror cnpasa
creHokapan, PecteHos ATK, +
YKB (MHA + ATK) nosroproe YKB ~ K33* cnpasa

2009,
AeKkabpb

2009,
2000 >2007 Dcaprqgps

AtopBacTaTuH,

Le6ior P,

AtopBacTaTuH,
40 mr

ATtopBacTaTuH,
80 mr

PecreHos npasoi BCA
no 85% — TBA
CO CTEHTUPOBAHMEM

MoBTOPHbIN
nm

K33 cneBa

2019,
fIHBapb

OXC, mmons/n 3.9 44
XC JIHN, mmonb/n 3,52 3,14 2,6 2,78
XCJIBN, mmons/n 0,81 0,77 1,01 1,12
TI, Mmonb/n 4,16 1,96 1,28 1,06
XC JIHIN kopp., ~
Mmonb/n 0,96 0,58 0 0,24
XC JIHIN kopp.,
MMmonb/n (popmyna 3.57 3.27 2,35 2,76
Maptuna—Xonkunca)
XC ne JIBM, mmons/n 5 03 4,03 2,89 3,28
AtopBacraTuH, AtopBacraTuH, AropBacraTuH, PosyBactatuH,  PosyBactaTuH, AtopBacTaTuH,
20 mr 10 mr 20 mr 20 mr 40 mr 80 mr

33eTMun6, 10 Mr
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N3 aHamHe3a naumenTa C. M3BECTHO, YTO C 34 neT
CTpafjaeT apTepuanbHOM TUNEPTOHMEN C  MaKCU-
MasibHbiMK nogbemMamu ALl go 260/120 mm pT.cCT.
B 2007 rogy gwarHoctmpoBaH CI 2 Ttuna, B CBA3U
C YeM NPOBOAMUTCA Tepanuna metopmmHomM 2000 mr/
cyT 1 panarnndnosnHom 10 Mr/cyT, Ha doHe 4ero
YPOBEHb MMUKMPOBAHHOIO remMornobuHa MeHee 7%.
C 2009 roga — npuUCTynbl CTEHOKAPAUW HamnpPsxXeHWs,
npu KAI BbISBNIEHO TPEXCOCYOUCTOE MOpPaXeHUe:
CTeHO3 CTBOJa JIEBOM KOPOHapHoW apTepun 4o 60%
C nepexogoM Ha ycTbe TMHA, cybTOTanbHbIN CTEHO3
JUCTaNbHOrO cerMeHTa apTepuu Tynoro kpas (ATK),
okknosusa MKA. B ceHTabpe 2009 roga naumeHTy
npoBedeHa aHruonnactika MMHA ¢ umnnaHTauven
TPeX CTEHTOB C JIeKaPCTBEHHbIM MOKPbLITMEM 3BEPOIN-
MycoM, GannoHHas aunataums ATK. Yepes Tpu MecsLa
nocne 3HOO0BACKYNAPHOro NeveHms NaunmeHT OTMeTUN
BO30OHOBMEHME KITMHUYECKUX MPOSBIEHNA CTEHO-
Kapamm HanpsxkeHns, Npu KoOHTponbHon KAT BbisiBieH
pecteHo3 ATK po 80%, nposefeHa aHrvonaactuka
ATK ¢ MnnaHTaumemn OByx CTEHTOB C JIeKapPCTBEHHbIM
MOKPbITMEM PaNaMULIUHOM.

B mapte 2011 roga nepeHec MHMapKT MMokapaa
(M) 3agHelt CTeHKWM NeBOro Xenyao4ka, Toraa e
npv OC BbiABNEH CybTOTaNbHbIN CTeHo3 npaBo BCA.
B anpene 2011 rofga BbiNofiHeEHa onepaLmg MaMMapo-
KOPOHaAPHOIO WyHTMpoBaHMa NHA, aopToOKOPOHapHO-
ro wyHTtnpoanms MKA n ATK ¢ ogHoMoMeHTHoM K32
13 npasow BCA. B aiHBape 2019 roaa BbisiBNeH pecTe-
Ho3 npaBon BCA go 90%, crteHo3 neBon BCA 95%,
BbINOMHeHa nesoctopoHHAs K33. B mae 2019 ropa
nepeHec M HUXHen-b6okoBoWM Nokanmsaumm. B aBry-
cre 2020 ropa noateepx)24

0eH pecteHo3 npason BCA go 85%, octaTouqHbIn
cTeHo3 nocne K33 B neson BCA Ha 30%, B Hosibpe
2020 roga BbinosHeHa DannoHHas aHrMonnacTMka co
CTeHTUpoBaHMem npason BCA (puc. 1).

B TeyeHue 3aboneBaHus y 06oMx NnaumeHToB npo-
BOAMMACh MMNoNUNuaeMmnyeckas Tepanuns 0es noctm-
XeHns uenesoro ypoBHs XC JTHI (puc. 1).

CIIMCOK JIHTEPATYPHI

B Hosbpe 2020 roga naumeHTsl B. 1 C. KOHCYNb-
TMposaHbl B OIBY «HMWLL kapamonorum» M3 PO.
Ha cdoHe rmnonunvgemMmyeckor Tepanum y oboux
BpaThbeB BbiSBNEHa rnepnannonpotenaemms(a) — 354
1 340 Mr/0f1 COOTBETCTBEHHO, MESIKUX MNOoTHbIX JTHIT
He OOHapyXeHOo. Y4uTbiBas 3KCTPEMASIbHO BbICOKMM
yposeHb nmnonpotempgala) (Jin(a)), paccymTaHa
KOHLeHTpaUms  KoppuripoBaHHoro XC JIHIM  (XC
JIHMKopp.) C NMONPaBKOW Ha XONecTepuH, BXOASLNA
B coctas Jin(a) [1]. Pe3ynbraT cCBWOETENbCTBYET,
410 nokasatenb XC JIHM ©Obin 3Ha4YMMO 3aBbllleH
3a cyet JIn(a) (cMm. puc.1. A n b). GeHoTMnNMpoBaHMe
anobenka(a) BbIABUIO Oonee aTepoOreHHbI HU3-
KOMONEeKYNspHbIM  heHoTUn S2, a reHoTUNMpoBa-
HWe — FOMO3WIOTHYI MYyTaUMio OOHOHYKIeOTUAHOMo
nofimmopdmsmMa reHa LPA rs3798220, accoummpo-
BaHHYy0 C runepnunnonpotengemmeit(a). OueHka nm-
MYHHOIO CTaTyCca MauUMeHTOB He BbISBUAA 3HAYMMbIX
OTK/TOHEHWN OT HopMbl. CnegoBaTenbHO, M30MAMPO-
BaHHas runepnunonpotengemmna(a) — eaMHCTBEHHbIN
BbISIBMIEHHbIV  NUNUAHBLIA - DakTop pUCKa pPaHHen
MaHudecTaumm 1 Taxenoro teqenua CC3, 410 foka-
3blBaeT HEOOXOAMMOCTb onpenenerHus Jin(a) n pacyet
XC NHMkopp ¢ nonpaskont Ha XC-JIn(a) y GofbHbIx
C CEMEMHbIM aHaMHe30M W/UAN paHHen MaHude-
ctaumen CC3. JledeHune rmnepnunonpoTemaemmim(a)
y OonbHbIX C TAXenbiM TedeHnem CC3 meTomamm
TepaneBTU4eckoro acdepesa NokasbiBaeT MakC1Masb-
HYIO 3(P@EKTUBHOCTL B CHUXXEHUW CephedHO-Co-
CYOUCTbIX OCMOXHEHNIN Y BONbHBIX C U30NMPOBAHHOW
rmnepnunonpotenaemuen(a) [3, 4].
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