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PE3IOME OnucaH KnuHNYeCKNin cnyyam cemeinHom reteposnrotTHon runepxonecrepudemun (CrXc), snepsble anarHocTu-
poBaHHOI Yy NauMeHTKN 52 net Ha ¢poHe febloTa nwemmnyeckon 6onesHn cepaua. Oco6eHHOCTbIO faHHOTO HabnoaeHnA
AABNAETCA coMeTaHMe O6CTPYKTUBHOIO aTepocK/iepo3a € peAKoil BpOXKAEeHHOI aHOManmnen KOpoHapHbIX COCYyA0B.
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Pa3BuTne artepocknepos3a y nauMeHTOB B BoO3pacTte
no 50 net, Kak NpaBuno, CBA3aHO C HaC/eACTBEHHbIMU
HapyLeHuaMu nunugHoro obmeHa [1]. Boicokre nokasa-
TENM CepAeyYHO-coCyancTon 3aboneBaemocT U cMepT-
HOCTW Y NIUL, MONTIOJOrO BO3pacTa OTYacTy OOYC/IOB/EHDI
HeJOOLEHKON 3HAYMMOCTM  FUMNepPXonecCTEPUHEMNN,
B TOM UnCe ee HacsleacTBeHHbIX popm. CemenHas ru-
nepxonectepuHemna (CMXC) — 3To HacneacTBeHHoe
3aboneBaHne, xapakTepusylolleecs reHeTuyeckn o6-
YCNOBMEHHbIM MOBbIWEHVEM YPOBHA JIMMONPOTEMAOB
HW3KOW NIOTHOCTU B KpoBu [1].

PacnpocTpaHeHHOCTb reTepo3nroTHbix ¢opm CIXC
B Poccumn coctaBnaet ogunH cnyyan Ha 108 yenosek [1].
KnuHnueckn 3HaumMMmblin aTepocKiepo3 npu 3ToM pas-
BMBaeTCcA Y naumeHToB B Bo3pacte 30-40 net. PeBa-
CKynapm3auma, Kak NpaBuio, He NPUBOAMUT K CTONKOMY
pe3ynbTaTy: aTepocKnepo3 npofomkaeT ObICcTpo npo-
rpeccnpoBaTb. B Poccum npopomKutenbHOCTb XU3HK
MyXUUH ¢ reteposnrotHon CIXC coctaBnsaeT 53, xeH-
WnH - 62 roga [11.

K coxaneHuio, ypoBeHb MHGOPMUPOBAHHOCTY Bpayel
O [aHHOW MaToNOrMM KpaiHe HU30K, MO3TOMY BaKHO
npuBfeyb BHUMaHVe K 3Tol npobneme. OT Toro, Ha-
CKOJbKO Bpay OCBEAOMJIEH O CYLLHOCTU 3aboneBaHus,
MeTofax ero AUarHoCTUKW W NIeYeHUs, 3aBUCUT 340PO-
BbE M >KN3Hb MaLNEHTOB.

MpuBOAMM KNMHMYECKUI Clyyall cemeinHon GopMbl Ha-
pyweHus nunugHoro obmeHa y 6onbHON, Habnogato-
wenca B nonuknnHnke ObY3 «Kapanonornyecknin amc-
naHcep» r. isaHoBo.

Brnepsble B none 3peHna KapAmonoros nauueHTka no-
nana B Bo3pacte 52 net. B mae 2018 roaa y Heé Bnepsble
noABMNMChL AassAwme 6onun 3a rpyanHon npu xonbbe B
cpefHeM Temne Ha pacctoaHue go 100-150 meTpos, co-
npoBoxJatolmecs cnabocTblo, NOTAMBOCTbIO, Kynupy-
owmecsa B TeyeHne ogHOM-ABYX MUHYT Mocne npekpa-
WweHua Harpysku. Mocne ouepepHoro snvsofa 6onen
B Mae 2018 r. maumneHTKa obpatuiach 3a MeanUNHCKOM
MOMOLLbIO U B SKCTPEHHOM nopAfKe Obina rocnuTanu-
31MpoBaHa B Kapgnonoruyeckoe otgeneHne ObY3 «Kap-
AVoNorMyecknin gucnaHcep» r. ViBaHoBo ¢ AgnarHo3om
BrepBble BO3HMKLLEN CTEeHOKapAMWMW.

AHaMHe3 6one3Hu. B Bo3pacte 42 net y nauneHTKn npu
MPOXOXAEHMN MIAHOBOro NPOdUNaKTUYECKOro OCMo-
Tpa 6bin BrepBble BbiABIEH BbICOKMI YPOBEHb 06LLero
xonectepuHa (XC) B KpoBu — 11,8 Mmonb/n; Tepanua He
Ha3Hauanacb. Yepes 8 neT npu NOBTOPHOM aHanuse no-
KaszaTtenb goctur yxe 12,5 mmonb/n. bbina ytouHeHa npu-
YvHa rvnepxonecTepMHeMmMK, NCKITIOYEHbl ee BTOPUYHble
dopmbl, NaTonorun BbisiBNEHO He 6bino. MNMpoBoannoch
Y3W COHHbIX apTepuii, 06GHaPYKeHbI aTePOCKNepoTMYe-
CKre GNALWKM C MaKCUManbHbIM cTeHo3oM 20 %. Mauw-
€HTKe Obln Ha3HayeH po3yBacTaTuH B Ao3e 15 mr/cyT,
KOTOPbI OHa NPUHUMana B TeueHne Tpex mecaues. [la-
nee 60nbHaA pewnna NPOLOSIKMTb TONbKO HeMeAWKa-
MEHTO3HOe fleyeHue (gueTa, 3aHATUA GUTHECOM).

M3 aHaMHe3a XW3HW: NauMeHTKa KypuT C ABaguaTtunieTt-
Hero Bo3pacta go 10 curapeT B CyTKU. XpOHUYeCKMe 3a-
6oneBaHnAa oTpurLaeT. MeHonaysa — B TeUEHME YeTblipex
net. HacnegctBeHHOCTb OTAroleHa: oTel, ymep OT WH-
¢dapKTa MnoKapaa B Bospacte 45 nert.
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Mpu ocMOTpeE: Ha TbISIbHOW NMOBEPXHOCTM 06ENX KUCTEN
B 06nacTn cyxoxunun pasrubaTenein BTOPOro-4eTeep-
TOro0 ManbLeB ONpefensAlTCcA MPOJoNroBaTole 6e3-
6one3HeHHble 06pa3oBaHNA WNPVHON A0 7 MM (KCaH-
TOMbI). VIMeeTcs HepaBHOMepHOe YyToneHne 060mx
AXMNNOBbIX Cyxoxmnun (puc. T).

JlunongHas gyra porosuLbl (KPYroBoe NoMyTHeHME po-
roBULbl, pacnonioxeHHoe y numba) oTcyTcTByeT. MIHaekc
Maccbl Tena — 24 Kr/m>, OKpy>KHOCTb Tanuu — 76 cm. Yuc-
N0 cepAeYHbIX COKpaLLeHWi — 68 B MUH, pUTM NpaBusib-
Hbl. ApTepuranbHoe aasneHne — 120/80 mm pT. cT. MaTo-
NOTNM CO CTOPOHbI BHYTPEHHMX OPraHOB He BbIABMIEHO.

B MOMEHT nocTynsieHns B CTaLMOHap uwieMmyeckme ns-
MeHeHus Ha JKI He o6HapyeHbl. 10 faHHbIM 3X0Kap-
avorpadumn NonocTu ceppua He pacwmpeHsbl, ¢ppakuma
BblOpoca neBoro xenygouka (JK) — 65 %. JlokanbHbIX
HapyLIeHN COKPaTUMOCTU MUOKapAa He BbiABEHO. VH-
JeKkc maccbl mnokappga JTXK — 94 r/m. B npoceeTe nerou-
Hon apTepuun (JTA) BU3yanusmpyeTca AMaCTONUYECKUN
noTok AguameTtpom 2,7 mm. Cuctonnyeckoe pasneHuie
B JIA - 26 mm pT. CT.

buoxumnueckuin aHanus Kposu: obwmun XC -
13,8 mmonb/n, XC nunonpoTenaoB HU3KOM MIOTHOCTU
(XC JTHM) - 9,1 mmonb/n, XC nnnonpoTenaoB BbICOKOM
nnotHoctn (XC JIBM) — 1,2 mmonb/n, Tpurnnuepugbl —
1,1 MMmonb/n. YpoBeHb rOKO3bl B Nia3me — 4,3 MMosb/n,
AJT - 16 Ep, ACT- 18 Eg, KOK 186 ep, ckopocTb Kny6ou-
KoBoOW GpunbTpaunn — 94 mn/muH/1,73 m2.

MpoBeaeHo cTpecc-a3xokapanorpadunyeckoe nc-
cneposaHue. MNpu Harpyske 75 BT u yactoTe nynbca
90 ya./MVH y 60NbHON Pa3BUICA NPUCTYM aHMMHO3HbIX
6onern, conpoBOXAaBLUMACA MOABMEHMEM Aenpeccun
cermeHta ST B oTBefeHusx V, . MLeMNYECKoro Tuna v
aKMHe3nel anuKaibHOro CerMeHTa MnepefHen CTeHKM
N MeXKeny[oYKoBon neperopopku. MNpoba pacueHeHa
Kak nonoxuTenbHasa, cootBetcTBytowaa Il pyHKumo-
HanbHOMY KNlaccy CTeHOKapAuw.

Mpu AOynnekcHOM CKAaHMPOBAHMM OGpaxuoLedanbHbIX
1 demopanbHbIX apTepuin ObiNIo BbISIBIIEHO YBEIYEHNE
CTeneHn CTeHO3a COHHbIX apTepuin Ao 45 % n Hanuyune
NPONOHIMPOBAHHbIX FeTePOreHHbIX aTepocKnepoTnye-

CKUX GnsAwek B obenx GefpeHHbIX apTepUsaX C MaKCh-
ManbHbIM CTEHO30M A0 52 %.

MauuneHTKe O6blna BbINO/HEHA KOpPOHapoaHrnorpapua
(KAT). BoisBneH cy6ToTanbHbIN cTeHO3 (98 %) B cpeiHEM
cermeHTe OCHOBHOrO pycrfia NpaBoli KOPOHapHOW apTe-
pun (MKA), Kputnyecknin cteHos (75 %) B cpepgHem cer-
MeHTe nepefHen mexxenygoukoson aptepun (MMXKA)
N Bblpa)KeHHbIV CTEHO3 (45 %) B cpefHeMm cermeHTe oc-
HOBHOro pycna orubatoweri aptepun. B npokcrmanb-
Hom oTgene NMXA Bu3yanusmpoBaHa KOpOHaponerouy-
Haa ductyna.

YunTbiBaA KAVHUYECKYIO KapTWHY M pesynbTatol KAT,
6bI710 NPUHATO pELLEHNE O MPOBEAEHUN YPECKOXKHOMO
KopoHapHoro BmewaTtenbctea (YKB). MmnnaHTupoBaHbi
CTeHTbI C leKapcTBeHHbIM MoKpbiTrem («XIENCE Xpedi-
tion») B 30Hy cTeHo3a KA, B cpeiHWIA CErMEHT U B MPOK-
cumanbHyto TpeTb MMMXA. YKB npowwno 6e3 ocnoxHe-
HWIA, aHrnorpadpuyecknii 3GdeKT XopoLunii.

HwnarHos CIXC 6bin BepudmumpoBaH npu nomowm Mo-
AMOULMPOBaHHBIX rOINaHACKUX KpuTepues [1], yunTbl-
BAIOLMNX JaHHble aHaMHe3a, 0OCMOTpa 1 flabopaTopHOro
obcneposaHuns (mabn.).

MaumeHTKe HauncneH 1 6ann — B CBA3W C OTArOLLEHHON
HacneacTBEHHOCTbIO, 2 Ganna — B CBA3M C pa3BUTMEM
MBC B Bo3pacTe fo 60 neT, 6 6annoB — 3a CYET BblsIBNIEH-
HbIX KCAHTOM, 8 6annoB — 3a cyeT ypoBHa XCJTHI Bbiwe
8,5 mmonb/n. CymmapHO naumeHTKa Habpana 17 6annos,
yto cgenano gmarHos CMXC «onpeaeneHHbIMy.

Takum 06pa3oM, Ha MOMEHT HabnogeHVA Y NALWEHT-
KW YCTaHOBMIEH cnegylowmn KIMHNYECKMA AMarHos:
«CemeliHaA runepxonectepuHemMus, ornpepeneHHas
(17 6annoB no ronnaHAckum Kputepuam). KcaHToma-
T03 cyxoxumnuin. BC. CreHokapama HanpsxkeHus, |l
dYHKUMOHanbHbIN Knacc. BpoxpaeHHaa aHomanua Ko-
POHapHbIX COCy[OB — KOpOHapo-neroyHaa ¢ucryna.
CreHTunpoBaHume KA, TIMXA (2018 r.). ATepocknepos
LepebparnbHbIx 1 6eapeHHbIX apTepuril. OUeHb BbICOKUI
cepaeUYHO-COCYyANCTbIN PUCKD.

Mpwu BbINUCKe 13 CcTaunoHapa 6osbHON Gbiny AaHbl pe-
KomMeHAaumm no moaudurKkaumm obpasa *KU3HU: 0TKas ot

Puc. 1. KcaHTOMbI CyXOXunnuid pasrubatenei nanbLues 1 axuiioBbIX CYXOXKMINIA
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Ta6nuua. MoanduumpoBaHHble rofNTaHACKUE KpUTepun cemeiHoim runepxonectepuHemmn (Dutch Lipid Clinic Network)

CemeliHbIli aHaMHe3 Bannbi
PopctBeHHUK 1-11 cTeneHn poAcTBa C paHHen (MyXUMHbI MONOXe 55 neT, »eHwWwuHbl monoxe 60 net) UBC u/vnn

APYrMM CepAeyYHO-COCYANCTbIM 3ab0neBaHNEM aTEPOCKIEPOTNYECKOrO FreHe3a MU POLACTBEHHUK 1-1 TMHUN 1
poactea ¢ XCJIHI Bbiwe 95-i npoueHTunmn

PopcTtBeHHUK 1-11 cTeneHn poACTBa C KCAHTOMaMM CYXOXKUANIA U/UAW NIMMOUAHON AYroi pOroBuLibl NN AeTn 2
monoxe 18 net ¢ yposHem XC JTHI Bbiwwe 95-i npoueHTuam

AHamHe3s 6onesHu

Y naumeHTa paHHAA (My>KUMHbI MONTOXKe 55 neT, XeHLWuHbI monoxe 60 net) MBC 2
Y naureHTa paHHee (MyXU/Hbl MOSIOXe 55 NeT, »KeHLLMHbI Monoxe 60 neT) pa3BuTMe aTepOCKIepPOTNYECKOro Mno- 1
paxeHus 6paxvoLedanbHbix/nepudepnyeckrx aptepuii (cteHo3 50 % v 6onee)

®usnkanbHoe obcnefoBaHne

CyXOXMJIbHble KCAHTOMbI 6
JlnnonpHaa pyra porosuLbl B Bo3pacTe o 45 net 4
Yposenb XCJIMHN

>8,5 Mmonb/n 8
6,5-8,4 MMOnb/N 5
5,0-6,4 Mmonb/n 3
4,0-4,9 mmonb/n 1
AwnarHos CrXc

OnpepeneHHbIv >8
BepoATHbIn 6-8
Bo3moxHbI 3-5

lpumeyaHue. inarHo3 yctaHaBIMBaeTCA Ha OCHOBaHMM CYMMbl 6ansioB, MOMYYeHHbIX B KaXAoN rpynne (BHYTpY rpynnbl 6anibl He CymMUpytoTcs),
YUNTbIBaeTCA TONbKO OAUH NPU3HAK, AAOLMIA MaKCManbHOe KOMUYeCcTBO 6annoB BHYTPY Kaxkgou 13 rpynn.

KypeHUs, MeTa C yBesinyeHmeM obbema pacTuTesibHoM
NALWKN N YMEHbLUEHNEM — HACbILEHHbIX N TPAHCKUPOB,
a3pobHble Ppr3nyecKmne Harpy3Km ymepeHHOM MHTEHCKB-
HocTn 30-60 MUHYT B feHb 5-7 gHen B Hepento. Ha3Ha-
YeH aTopBacTaTvH 80 Mr B KOMOBMHaALMK C 33eTUMUOOM
10 Mr ofiMH pa3 B cyTKW. [nA fganbHelwwero HabnogeHna
nauveHTKa Gblia HanpaBsieHa Ha CNeuann3poBaHHbIN
NMNUAONOTNYECKNA Nprem noanknnHnkn OBY3 «Kap-
aunonornyeckui gucnaHcep» r. isaHoso. bbin opraHu-
30BaH KaCKaHbI CKPUHWHT, COCTOALLMIA U3 NO3TanHOM
naeHTudmkaumm Hanuuma CIXC cpean poacTBEHHUKOB
nepBon NMHUWN. Y NauUEeHTKN ecTb AeTu: Aoub 22 net
M cbiH 32 neT (geTn oT pasHbIX OTLOB) 1 poaHoN Gpat
60 net. JIMNNAHBIA CNEKTP Y HUX HMKOTda He nccnepo-
BancA. bpaT nauMeHTKM 0TKasanca oT KOHCybTauuu.

Bbinn onpepeneHbl nokasatenu nunugHoro npoduna
y CblHa 1 foyepu. Y cbiHa ypoBeHb obuero XC coctaBui
8,4 mmonb/n, XC JIHM - 6,5 mmonb/n, Tpurnuuepmnaos —
1,61 mmonb/n, XC JIBM - 0,72 mmonb/n, 4TO NO3BONUIIO
ycTaHOBUTb eMy AnarHo3 CI'XC. B cBA3M ¢ Hanuuvem Bbl-
COKOrO priCKa HapAaAay C HeMeANKaMeHTO3HbIM ieyeHnem
emy Obln peKOMEHA0BaH BbICOKOMHTEHCMBHbIA PEXUM
cTaTyHOTepanun (atopsactaTH 40-80 Mr unu posyBsa-

cTaTnH 20-40 Mr B CyTKM) ANna cHuKeHnA yposHA XC JTHIM
6onee yeM Ha 50 % 1 DOCTUXKEHUA LIEeNEBOro 3HAYeHUA
XCJHIM. Y pouepun MaumMeHTKN HapyleHUsa AUnMaHOro
o6MeHa He BbIIBNIEHDI, €1 OblNv JaHbl PEKOMEHAALMUN Mo
340pOBOMY 00pasy »KMN3HWU.

Mpu panbHelwem HabMAAEHWM Y MALMEHTKU OTCYT-
CTBOBaJIa KIMHWKA CTEHOKAPAWM U LPYTUX NPOABIEHWNIA
aTepocKnepo3a, Npu NPOBEAEHMN HAarpPy304YHOro TecTa
NPU3HaKM MWEeMM MUOKapha He o6HapyeHbl. bonb-
Has nepecTana KypuTb, BbIMOJIHAET PEKOMEHZaLUn no
paLVOHaNbHOMY MUTaHUIO N GU3NYECKOW aKTMBHOCTM.
MepeHOCUMOCTb KOMOMHUPOBAHHOW MeLMKAaMEHTO3-
HOW Tepanuy xopoLuas, NoHoYHbIX 3PeKTOB He OTMe-
yaeT. YpoBeHb obuiero XC cHu3mnca go 6,3 MMosb/n,
XCJIHIM - go 3,25 mmonb/n. OfgHaKO AOCTUIHYTbIE MOKa-
3aTeNn He ABNATCA LeNIeBbIMU, YTO 00YCNaBINBaET He-
06X0AUMOCTb Ha3HAYEeHUs TPOVHON KOMOVMHUPOBAHHOM
rMnonunugeMmyeckon Tepanun: fobasneHve K aTopBea-
CTaTMHY 1 33eTMUnby nHrnbmutopa PCSK9 annpokymaba
B fo3e 150 Mr noaKOXHO OAVIH pa3s B iBE Hegenu.

[aHHbIN KNMHWMYECKMIA Cryyal OeMOHCTPUpPYeT, uTo
CrXC y naumeHTKn morna ObiTb AMArHOCTMPOBaHa Yxe
npv NepBOM BblAB/IEHNMN CYLLECTBEHHOrO MOBbILLEHUA
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ypoBHaA XC, T. K. y 60/IbHOW yxe nmenncb peHoTnnunye-
CKWe MpOoABNEHNA FUnepxonectepuHemMnn B BUAe Cy-
XOXWbHbIX KcaHToM. CBOeBpeMEHHO HayaTaa Tepanua
morna 6bl NpefoTBPaTUTb WY 3aMeAINTb pa3BUTUe TA-
Xenow cTeHoKapauy, NoTpeboBaBLLEN PeBACKYNApU3a-
UMM MUOKapAa.

KnuHunueckne pekomeHaaLuMmM No JMarHOCTUKE U neye-
Huto CI'XC [2] npegnaratoT UCNob30BaTb aifOPUTM Bbl-
ABneHnA 3abonesaHus (puc. 2).

ANroput™M COCTOWUT M3 YeTblpex 3TanoB: MOWCK Mauu-
eHTOoB ¢ nogo3peHnem Ha CI'XC, noctaHOBKY AmMarHosa
CIXC, HasHaueHVe neyeHUa W JanbHenllee Habnwoge-
Huve. [na Kaxgoro 3Tana MpefycMOTpPeHO obcnefo-
BaHVe, BK/OYalollee onpefefieHne YpoBHA NUNULOB
B KPOBM, UCKIIOYEHNE BTOPUYHBbIX Gopm aucnunupe-
MUK, oLEeHKY GaKTOpoB puUcKa (KypeHune, apTepuranbHas
rMNepToHusA, paHHee Hayano MBC y 6nvxanwmx poa-
CTBEHHUKOB, abJOMMHaNIbHOE OXMNPEHUE, XPOHUYECKas
60/1e3Hb MOYEK, OXKUPEHUNE, CaxapHbI AnabeT 2 Tuna
W 4p.), YCTaHOBNEHWE HANIMUYUA U BbIPaXeHHOCTY aTepo-
cKneposa.

CIXC moxeT 6bITb 3anofo3peHa, ecsiM Kak MUHUMYM
B ABYX MOCiefoBaTeNbHbIX aHanM3ax KpPOBWU YpPOBEHb
XC coctaBun 7,5 mmonb/n n 6onee wnu XC JIHM -
4,9 mmonb/n n 6onee y B3poCbIX, a y AeTell U NogpocT-
KoB - 6,5 1 4,1 Mmonb/n n bonee cooTBeTCTBEHHO [1].

Y Bcex NaumeHToB ¢ nopo3peHmem Ha CMXC Heobxoau-
MO YTOYHATb, umMeeTca nu gucnunugemua wn/unn UBC
Yy POACTBEHHMKOB NepBoOW NuHWUK (poauTenn, Gpatbs,
cecTpbl, getu), T. K. 3aboneBaHve valle BCTpeyaeTca y
NNL, C cemMelrHbIM aHamHe3oM. O6Hapy»keHne GpeHoTUNK-
YecKux NpoABeHNi B BUAE KCAHTOM U IMMOVAHON Jyri

[pOroBuLbl ABNAETCA OCHOBaHMEM AS1A NOATBEPKAEHNSA
anarHo3a CI'XC. KcaHToMbl Yalle BCTpeyvatoTca B axuiio-
BbIX CYXOXWIUAX U CYXOXUAUAX MbllL-pa3rnbatenei
nanbueB PyK, pexe MOryT 3aTparmBatb CYXOXWUIMA KO-
NIEHHbBIX U JIOKTEBbIX CYCTaBOB. B COMHUTENbHbIX Cnyya-
AX ana BepudrKaLunm KCAaHTOM MOXET UCMOb30BaTbCA
YNbTPa3BYKOBOE MCCNefoBaHme nnu 6uoncus. MatorHo-
MOHWYHbIM npu3Hakom CIXC asnAeTca nunongHasa gyra
pPOroBULbl, HO TONIbKO Y 6OMbHbIX MOsOXKe 45 neT. BaxHo
OTMETUTb, UTO OTCYTCTBME GEHOTUNUYECKNX NMPU3HAKOB
He ncknyaet gruarHosa CIXC.

leHeTnyecKoe TecTMpoOBaHWe OObIYHO He Tpebyetca,
MOCKOJIbKY MocTaHoBKa AvarHosa CMXC Bo3mokHa 6e3
onpefeneHna KOHKPETHOW reHHOW MyTauuu, a TONbKO
MO KINMHUYECKUM KPUTEPUAM, MPERJSIOKEHHbBIM roNiaHA-
ckuMmn  3Kkcneptamu. OTpuuaTtenbHbIn  reHEeTUYECKUI
TecT He ucknoyaeT Hannuma CIXC, 1. K. y 20 % 60nbHbIx
MyTauuu BbIABUTb He yaaeTca [1].

Bcem 60onbHbIM CMXC HeobXoaMMo NPOBOAUTL KackKaj-
Hbli CKPWHMHF, KyAa MNO3TanHO BOBAEKAlTCA pPOA-
CTBEHHMKM CHayana nepsou, 3aTemMm BTOPON u TpeTbew
cTeneHun poacTa. Mo mepe BbIABNEHWA HOBbIX MaLMeH-
ToB ¢ CI'XC nx poacTBEHHMKM TakxKe obcnepytotca [1].
KackagHbll CKpUHUHT ABNAeTCA Hambornee Lenecoo-
6pa3HbiM cnocobom anarHoctukn CIXC, Tak Kak No3Bo-
nAeT BbIABUTb NMaLMEHTOB MaKCMManbHO PaHo, elle Ha
JOOKJIMHMYeCKOM STane atepocknepo3a. ObcnefoBaHue
JeTen Hawewr nayneHTKn no3sonuno BbiABUTb CMXC y
ee CblHa U CBOEBPEMEHHO HauyaTb eMy npodunakTmye-
CKWe MeponpuAaTvA, BKoYalowre nsMeHeHre obpasa
XWU3HN M Ha3HauyeHVe MaKCUManbHbIX O3 CTAaTUHOB.
BoBpemsa Ha3HauyeHHas afeKkBaTHasA MeAuKaMeHTO3Has
Tepanua C BbICOKOW CTeNeHbio BEPOATHOCTM NO3BONNT

1-natan

Mounck naymeHTOB c nopo3peHnem Ha CFXC
BblpaxkeHHas runepaunuaemus.

Y KEHLLMH).
KcaHTOMaTO3.

PaHHMI aHamHe3 3a60neBaHNiA, 06YCTIOBNIEHHBIX HallMUMEM aTepOoCKiepo3a ([0 55 neT — y My>KumnH 1 go 60 neT —

NcknioueHmne BTOPUYHbIX MPUYUH rnnepxonectepmnHemMmnmn

2-n3T1an

MocraHoBKa guarHosa CrXC

KackagHbli CKPUHWHT POACTBEHHUKOB NpobaHaa.

BoisiBneHne npobaHaa — nuua, y KOTOpOoro NepBbiM B JAaHHON ceMbe nocTaBneH agnarHos CMXC.

OueHka Hannunsa cepaeyvyHo-cocyanucTbiX d)aKTOpOB PUCKa 1 aTepocKknepo3a

3-n3Tan

Onpep,eneHl/le TAKTUKN nevyeHna n nonﬁop Tepanun

4-n 3Tan

JvHamunueckoe HabnoageHne

Puc. 2. AnropuTm BbIsIBNIeHNA U BEAEHUSA HOMNbHbBIX CEMEHO rMnepxoniecTepuHeMmen
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npeaoTBpPaTUTb pa3BUTUE COCYAUCTbIX KaTacTpod. Ha-
ymHana ¢ 30-neTHero Bo3pacTa BCeM naymeHTam C Nofo-
3peHuem Ha CI'XC pekomeHayeTCA NPOBOANTb OLEHKY
Hanunuusa NBC c nocneaytouwwen ctpatndurkaymuen pucka
CcepAeyYHO-COCYANCTbIX OCNTIOXKHEHNI 1 BbIGOPOM TaKTu-
KN nevyeHus.

OcobeHHOCTbIO  MPUBELEHHOrO  KIIMHMYECKOro Ha-
6nofeHnA ABNAETCA couyeTaHve y NauueHTKn aTepo-
CKnepo3a KOPOHapHbIX apTepuit, 0O6YCNIOBIEHHOrO
HacneCTBEHHbIM HapylleHneM nUnugHoro obmeHa,
C pefKol BpOXeHHOW aHOManme KoOpoHapHbIX COCy-
[oB — KopoHaponeroyHoin ¢uctynon (KN®). Mpu npo-
BefleHUN 3xokappaunorpadum 6bina 3anogo3speHa KIO,
a KAT noatsepauna Hanvuue natonorunyeckoro cbpoca
B BEHO3HY0 COCYAUCTYIO CUCTEMY flerkoro yepes ducty-
ny, coegunsaiowyio NMMXA c NA. LyHTnpoBaHne KpoBu
MOTrJ10 Bbi3BaTb GeHOMEH «0bKpafdblBaHUA» B 061acTn
KPOBOCHabXeHnA 1 6e3 Toro CTeHO3MpPoBaHHOM Ha 75 %
cpenHen Tpetn MMXKA, ycyrybnas vwemnio Mmokapga
B NMepefHen 4acTu MeXKeNyLoUYKOBOW NeperopoaKm
n Bepxywkn JIK. B paHHom cnyyae KJ/IO 6bina cny-
YanHou Haxopakomn. Mmerowanaca BpoxAeHHasa cocy-
OWNCTas aHOManua [ONroe Bpemsa OcCTaBajlacb KOM-
NMEeHCUPOBAHHOW, He BbI3bIBasA HUKAKUX KIIMHMYECKMX
npossneHuii. Ha ¢oHe dopmupoBaHna atepockne-
pPOTMYECKOrO CTEHO3UPOBAHMA KOPOHAPHbIX apTe-
punn pononHuTenbHoe oOOKpaabiBaHUE KPOBOTOKa
MOrI0 MPUBOAUTbL K MNPOrpeccupoBaHnio ULLEMUN
Muokapga. JIukBnjauma cTeHO3a B CpefHen TpeTu
MMXA 6e3 6nokupoBaHua KpoBOTOKa vepes ducty-
ny morna okasatbca HeaddekTnBHOW. MosTomy 6Gbino
NPeanpuUHATO 3HAOBACKYNAPHOEe BMELIATeNbCTBO C
Lefnblo He TONMbKO BOCCTAaHOBJIEHUA MPOCBETa KOPO-
HapHbIX apTepuii, HO U UCKYeHMA cbpoca KpoBM
yepe3 KOJ1. B pesynbTate npoBefieHHOro BMellaTesb-
CTBa yAanocb BOCCTAaHOBUTb KOPOHAPHbIN KPOBOTOK
1 cTabnnnanpoBaTb COCTOAHME NaLNEHTKMN.

BaKHbIM aCMeKTOM fleYeHNs NALMEHTOB C HAPYLLUEHUAMY
nMnuaHoro obmeHa ABNAETCS CTpaTMdMKaUUA PUCK],
B 3aBUCMMOCTY/ OT 3TOrO ONpefensaTCs LeneBble 3Ha-
yeHuA XC JIHI. OueHb BbICOKUI CEpAEYHO-COCYAUCTbIN
puck umetoT naumeHTbl ¢ CIXC B coyeTaHnn c aTepockne-
POTMYECKUM CEPLEYHO-COCYANCTBIM 3ab01eBaHMEM U
Hanmumnem ogHoro 1 6onee ¢pakTopos pucka (OP) pa3su-
TUS M NPOrPeCcCUPOBaHUs aTepockiepo3a. K atepockne-
POTMYECKUM CepAeYHO-COCYANCTbIM 3a00NEBAHNAM OT-
HOCAT MepeHeCeHHbIN OCTPbI KOPOHAPHbIN CUHAPOM,
CTaBUNIbHYIO CTEHOKAPAUIO, YPECKOXKHOE KOPOHApHOoe
BMELLATENIbCTBO, KOPOHAPHOE LWYHTUPOBAHWE W ApY-
rme onepauuu Ha apTepusx, WHCYNbT/TPAaH3UTOPHYIO
ULWEMUYECKYIO aTaKy, HalnuMe 3HauyMMOW aTepocKie-
poTnueckom 6nAwKn (cteHo3 6onee 50 %). OP pa3sutuA
aTepOCKNepoTUYECKNX 3aboneBaHnli NpencTaBneHbl B
ma6nuye 2.

Lleneson yposeHb XC JIHI ana 60nbHbIX OYeHb BbICO-
KOro cepeyHo-coCyiMCTOro pucka COCTaBiseT mMeHee
1,4 mmonb/n [2]. K rpynne BbICOKOro pmMcKa OTHOCAT-
cA nayuweHtbl ¢ CMXC, He umelowmne aTepoCcKknepoTu-
yeckoro ceppeyHo-cocyauctoro 3aboneBaHua u OP.
LeneBon yposeHb XC JIHI gna HUX coctaBnaeT MeHee
1,8 mmonb/n [2].

JleyeHne CIXC poOmKHO 6blTb KOMMIEKCHbIM: Heme-
OVKaMeHTO3HOe, Me[VKaMeHTO3HOe U B HEKOTOPbIX
Clyyasx  dKCTpakopropanbHoe  (TepaneBTMYECKUiA
JINHM-adepe3). Ob6A3aTeNIbHbIM KOMMOHEHTOM JleYeHUs
AsnsAeTcA Koppekumsa OP: oTKka3 oT KypeHus B Nitoboi
dopme, KOHTPONb apTepUaNbHOro AaBNEHUSA, CHUXKEHNE
MHAEKCa Maccbl Tefla MeHee 25 Kr/m?, 0o3MpoBaHHble
du3nyeckme Harpysku. [duetnuyeckne pekomeHgauuu
BK/IIOYAIOT CHUXKEHME NOTPEOIeHNs HACBILEHHDbIX »KU-
POB W WUCKIOYEHME TPaAHCKMPOB. MefrKaMeHTO3Hoe
neyeHne 3aK/lYaeTca B Tepanuy CTaTUHaMK BbICOKOM
WHTEHCMBHOCTK (aTopBactaTH 80 Mr, po3yBacTaTuH
40 wmr). Mpun HepgocTaTOYHOM 3GPEKTMBHOCTN CTaTUHOB

Ta6nuua 2. ®akTopbl prcKa Pa3BUTMA U NPOrPEeCcCUPOBaHKA aTepPoCKIeposa

®akTopbl prcKa

Bospact

My>KumnHbl cTaplue 40 neT, XeHWWHbI cTaplie 50 neT uam ¢ paHHen meHonaysom

KypeHwne

BHe 3aBucMmocCTn OT KonnyecTsa

ApTepuanbHas runepToHna

Al 140/90 MM PT. CT. 1 BbiLLe UK MOCTOAHHDBIN NPYEM rMNOTEH3MBHbIX MpernapaTos

CaxapHblit fuabet 2 Tvna
COOTBETCTBEHHO)

YpoBeHb M1I0KO3bl B KPOBU HaToLlwak 6onee 6,1 1 7,0 MMOMb/N (KanunnsapHas 1 BEHO3HaA KPOBb

PaHHee Hauano UBC y 6nuxanwmx pog-
CTBEHHUKOB

NHpapKT Mrokapaa nnu HectabunbHaa CTEHOKapAUA y My>XUMH B BO3pacTe Mosoxe 55 neT,
y XeHLLH Monoxe 60 net

CemeliHasa runepaMnuaemMma no AaHHbIM lla, llb
aHaMHe3a

A60MVHaNbHOE OXMpPeHne

OKPY)XHOCTb Tanum: y My»unH 94 cm 1 6onee, y xeHwmH 80 cm 1 6onee

Xbn CHUXXeHMe CKopocTy KIybouKoBol ¢punbTpaummn MeHee 60 Mi1/MUH

OxmpeHne

MoBblweHne nHaeKca Maccbl Tena 6onee 25 Kr/m?
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pekomeHayeTcA fob6aBfieHne MHrMbruTopa KULLEUYHOro
BCaCbIBaHMsA XoNiecTepurHa 33eTummnba B fo3e 10 Mr B cyT-
ku. Ecnn n B 3TOM Ciyyae He ygaetca [OCTMYb LiefIeBOro
ypoBHA XCJTHI nnu ero cHmxeHma Ha 50 %, pekomeH-
ZyeTcs pacCMOTPETb BOMPOC O Ha3HAYEHUUN MHTMOUTO-
pos PCSK9 (aBonokymab 140 Mr MOAKOXHO Kaxaple ABe
Hepenv unm 420 Mr OAUH pPa3 B MecsL, UM aliupoKymab
75/150 Mr NoAKOXHO Kaxkable aBe Hepenwn). JIHM-adpepes
NPOBOANTCA GONbHBIM, Y KOTOPbIX B TEUEHME LLECTH Me-
CALEB MAKCMMAJSIbBHO BO3MOXHOW KOMOWHMPOBAHHOM
Tepanun He fOCTUrAOTCA LieneBble 3HayeHna XCJTHIM [2].

Takum 06pa3om, ONUCaHHBIA KNIMHUYECKUI CnyYyaid fB-
nAeTca npumepom Toro, uto gmarHo3 CMXC yctaHaBnu-

JINTEPATYPA

1. Poccuiickne pekomeHpauuu MO AUArHOCTUKE U neve-
HUIO cemelrHoON runepxonectepuHemun / M. B. Exos
[v pp.]// Atepocknepo3s n gucnunugemum. — 2016. — N2 4. -
C.21-29.

2. PekomeHpauuu EOK/EOA no AMarHOCTUKE W JIeYEHUIO
ancannuaemun 2019: Koppekumna HapyLweHnn ANNMAHO-

BAeTCA MO3[HO, YXKe MPU HaJIMUUKN BbIPAXKEHHbIX Ku-
HMYeCKNX MPOSABNEHU aTepoCKNepo3a, Tpebyowmx
B AJONONHEHVe K eKapCTBEHHON Tepanumn NpoBefeHuns
XMpypruyeckoro neyenma. B ceasm c atum Heobxoaw-
MO CyLleCTBEHHOe ynyulleHne WHPOPMUPOBAHHOCTU
06 3ToMm 3aboneBaHu. B npakTrke KaXkaoro y4acTkoBo-
ro TepanesBTa MMeeTCA HeMano MaluMeHTOB C reTeposu-
rotHon dopmoit CFXC, No3ToMy Kaxabld Bpay AOMKeH
BNafeTb YETKMM asiroOpMTMOM BbIABNIEHMA 3TOro 3abo-
NeBaHUA 1 KUCMONb30BaTb €ro B CBOel pabote. Bpau-
TepanesT UrpaeT KIYeBYIO POJib B PaHHEM BbIAIBAIEHWN
CI'XC n nmeeT QOCTYNHYIO NOAAEPKKY CO CTOPOHbI Crie-
LiManmcToB-KapAnonoros.

ro o6MeHa Ans CHUXKEeHNA CepAevYHO-COCYANCTOro prcka.
Pabouasa rpynna EBponeiickoro obLiecTBa Kapanonoros
(EOK) n EBponeiickoro obuiectBa aTepockneposa (EOA)
Mo ANArHOCTUKE W NIeYeHNo ANCANMUAEMUIA [DNeKTPOH-
Hbli pecypc]l. - Pexum poctyna: www.escardio.org/
guidelines.

LATE DIAGNOSIS OF HETEROZYGOTE FORM OF FAMILY HYPERCHOLESTEROLEMIA: A CLINICAL CASE

E.S. Dobrokhotova, N. Yu. Shukurova, E. A. Shutemova

ABSTRACT. A clinical case of family heterezygote hypercholesterolemia firstly diagnosed in a patient aged 52 years on the
background of heart ischemia debut was described. The combination of obstructive atherosclerosis with rare congenital
abnormality of coronary vessels was the specificity of this observation.

Key words: family hypercholesterolemia, coronary pulmonary fistula.



