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Pe3iome

JIugupyroliee MeCTO Cpejyd NPUUMH CMepT-
HOCTH B pa3BUTBIX CTpaHax 3aHUMAlOT Cepjeu-
HO-cocyaucTeie 3aboneBanusi (CC3), MpUUUHOM
KOTOPBIX SIBJISIETCSI aTepOCK/Iepo3 U ero 0CJIoX-
HeHus. OCHOBHO# (aKTOp pHCKa pa3BUTHs arTe-
pockiepo3a — gucaunugemus. CyilecTByeT Ka-
Teropusl NalMeHTOB C TaK Ha3blBaeMOW CeMeW-
HOU rumnepxosieCTeprHeMUel, y KOTOPbIX CTaH-
JlapTHble MeJUKaMeHTO3Hble MeTO/bl JeueHHus
JUCTUNIA[eMUM OKa3bIBalOTCsl Mano3(pdeKTuB-
HBIMU. B Takux ciyyastx MeTOZOM BbIOOpa I'UIio-
JIUMHIeMUYECKOl Tepanuu sIBJISIeTCsl UCIIO/b30-
BaHMe HOBBIX KJIACCOB XOJleCTepPUHCHWKAIOIINX
npenapaToB (HarmpumMep, uHru6uTopo PCSK9)
WU TIpUMeHeHue MeTO/|0B SKCTPaKopIiopaabHO-
ro jeuenus, Harnpumep, JIHII-adepesa. B cra-
The TIpe/iCTaB/ieH KJIMHWUeCKUi ciiydail C anpo-
bauumeli Ha 6aze ®I'BHY «HayuHo-uccieno-

BaTeJbCKUM MHCTUTYT KOMIUIEKCHBIX TpobieM
CepAeYHO-COCYJUCThIX 3abosieBaHUN» MeToza
HELP-adepe3a a5t 1eyeHrst maljieHTKH C OTIpe-
JleJIeHHBIM /INarHO30M ceMeliHas rurepxosecTe-
pudemust (CI'XC). Y nauueHTKu Tipu obpaiie-
HUAU B JIMMIUJHBIN LIEHTP OTMeueHa HU3Kas 3¢-
(eKTUBHOCTh KOMOMHUPOBAHHOM Tepanuu Mak-
CHUMajIbHO TepeHOCHMOM [03UPOBKU CTAaTHHOB
u 23eTemuba. Eif B TeueHue Mecsiia pOBe/IeHbI
nBa ceanca HELP-adepe3a c BLICOKMMHU MTOKa3a-
TenssMu 3(deKTUBHOCTH U OesomnacHocTH. [lo-
MHMO OCHOBHOIO THIIOJUMNHEMUYEeCKOTo 3¢-
(hekTa JaHHBIN MeTO/ TT03BOJISIET YIYUIIUTD Peo-
JIOTUYeCKHe CBOMCTBA KPOBH, UTO MOTEHLUPYeT
aHTHAaTeporeHHbIN 3((deKT eueHust U ynydinaeTr
MPOrHO3 OO/BHBIX C TSKETBIMH HapyLIeHUSIMU
aunuzaHoro obmeHa.

KrroueBble coBa: JUCIANUeMusi, ceMelHast
runepxosnecrepunemusi, HELP-adepes.
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Abstract

Cardiovascular diseases caused by atherosclero-
sis and its complications represent the leading cause
of death in developed countries. The main risk fac-
tor of atherosclerosis development is dyslipidemia,
in particular familial hypercholesterolemia (FH)
characterized by inherited dysregulation of lipid
metabolism. Standard medications to control dys-
lipidemia did not exhibit notable efficacy in patients
with FH; instead novel cholesterol-lowering med-
ications (e.g. PCSK9 inhibitors) or extracorpore-
al treatment such as LDL-apheresis should be ap-

plied. Here we present a clinical case of employ-
ing HELP-apheresis to treat a female patient with
FH. Initially, combined therapy by maximum toler-
ated dose of statins and ezetimibe demonstrated lit-
tle if any efficacy. Two sessions of HELP-aphere-
sis showed high efficacy and safety rates. In addi-
tion to the main hypolipidemic effect, this method
improves blood rheological properties, potentiating
anti-atherogenic effects and favoring the prognosis
in patients with severe lipid metabolism disorders.

Keywords: dyslipidemia, familial hypercholes-
terolemia, HELP-apheresis.

AKTYyanbHOCTb

HapyuieHust iunugHoro obmMeHa — AUC/UTIAE-
MUU — SIBJISIFOTCSI OCHOBHOW TIPUUMHOW pa3BUTHS
CepieyHO-CoCyAUCThIX 3aboseBanmi (CC3), Takux
Kak mieMuueckas 6ose3ns cepaua (MBC), nepu-
(hepruecKuii aTepoCKsepo3, pa3BUTHe OCTPOTO Ha-
pyieHusi Mo3roBoro KpoBoobGpaienusi (OHMK)
BCJIE/ICTBME  MYJIBTU(OKATBHOTO — aTepoCKiepo-
3a [1]. B xpyrnHOM MHOroL[eHTpoBOM (52 CTpaHbI)
nonyaauroHHoM uccnefosannn INTERHEART
OTMEUEeHO, UTO Haubosee PacrpoCTPaHEHHBIM U
Ba)KHBIM CPeZi MOTUPULIUPYEMBIX (JaKTOPOB Cep-
[leUHO-COCY/IUCTOTO pHUCKa SIBJISIETCSl JUCIUIUze-
must [2]. HecmoTpsi Ha O0JIbIlIOe KOJTMYECTBO UC-
cnefnoBaHui [3] MO W3yueHWIO pacTIpOCTpaHeH-
HOCTH TWIepXOleCTepUHeMUN U [JUC/HITHIEMUN
B CTpaHax pa3BUTOro Mupa, B Poccurickoii ®dese-
pauun (P®) npobsiema (akTHUeCKol pacripocTpa-
HEHHOCTH 3((eKTUBHOCTU XOJjleCTepPUHCHUKa0-
Iieil Tepanuy B peasbHOM KIMHUYECKOW TPaKTH-
Ke 0CTaBasiach HesiCHOM. OTO MPUBEJIO K WHULMA-
1uu B 2012 r. MMHHCTEPCTBOM 3[paBOOXPaHeHUs
P® MHOroneHTpoBOro 3nuAeMru0I0rMueCcKoro uc-
cJleZloBaHMS I10 OLjeHKe pacnpocTtpaHeHHOCcTH CC3
U ux ¢akropoB pucka B 13 peruonax Pd (3C-
CE-P®) [4]. JanHOe HcciefioBaHNe 1T0Ka3ao, uTo
pacmpoCTpaHeHHOCTh TUIePX0jieCTepUHEMUN Y
TPYZOCIOCOOHOTO HacesieHus B cpejHeM B PO co-
craBwia 57,6% [5]. TIpu 5TOM B pa3HbIX PerMOHAX,
MPYHUMABILINX y4YacTHe B JAHHOM HMCC/Ie/I0BaHUH,
YacToTa BbIB/IEHUs HapylleHWH JMIUAHOro 00-
MeHa BaprupoBaia ot 50,1% g0 67,6% [5]. B Ke-
MepOBCKO# 06/1acTH pacrpoCcTpaHeHHOCTh JUCTTH-
yieMud Bhillle, ueM B P®, u cocraBnset 45,6%,
MIpUYeM YacToTa BbISBIEHWS HapylIeHWUH JUMN-
Horo oOMeHa yBeJTMUMBAEeTCsI C BO3PACTOM U MPaK-
TUUECKU He 3aBUCHUT OT mosa [6]. YuuTbiBast BbI-
1IeNpyBe/ileHHble [JaHHble 3MHJeMH0I0ruueCKUuX
WCC/Ie[IOBaHUH, TIPOO/IeMa HapyIIeHUM JIUTUHOTO

oOMeHa 0CTaeTCsl aKTya/IbHOW, IOCKOJIBKY AaHHast
KaTeropus NaljieHToB HY’K/1aeTCsl B aKTUBHOM Bbl-
SIBJIEHUM M paHHeM Ha3HaueHWH STHOTPOITHOMN Te-
parum.

CoracHO peKOMeHJaLusaM, [ ONTHMasbHO-
TO CHWKEHHUSI Cep/leuHO-COCYAMCTOTO PUCKA TPy
oLleHKe 3(Q(eKTHBHOCTH X0JieCTepUHCHIDKAIOLeN
Tepanuu CaefyeT CTPeMUTHCSI K 1ie/IeBbIM YPOB-
HSIM TIOKa3aresiel JIMMHZHOTO CIeKTpa B 3aBHUCH-
MOCTH OT BBISIB/IEHHOM [I/Ts1 KayK/IO0TO TMaljieHTa Ka-
Teropuu prcka passurusi CC3 [7].

Cyl111eCTBYIOT, O/HAKO, KaTEropyy MaryeHToB, Y
KOTOPBIX CTaHZApTHasl Tepanusi He M03BOJIsieT OIl-
THUMasbHO CHU3WUTbH Cep/leuHO-COCYAUCTBIM PUCK.
K Taxoii rpyTiTie OTHOCSATCS MAI[UeHThI C CeMeNHOM
rurnepxonecrepuHemueii (CI'XC). CI'XC — sto
MOHOTEHHOE ayTOCOMHO-JOMUHaHTHOe 3abosieBa-
HUe, KOTOPOe COTIPOBOXK/IAeTCsl PAHHUM U TTOXKH3-
HEHHBbIM [IOBBILLIEHHbIM YPOBHEM aTeporeHHbIX
¢dbpakumii MUMUAOrpaMMbl B KpOBU. [IpuunHOi
CI'XC cuuTatoT MyTaiuu U obpasoBanue Jedek-
TOB T€HOB PeLieNTOPOB XOJleCTepPHUHA-IUIOINpPOTe-
MHOB HHU3KOM moTHoctH (XC-JIITHIT) (LDLR),
TaK)Ke TE€HOB, KOAUpYyoUmXx Oeynok-aganrep (LD-
LRAP vinu ARH), KOZUPYIOIIUX CUHTe3 arorpoTe-
nHa-B (ano-B) v reHa ¢epmMeHTa MPONPOTENHOBOI
KOHBepTa3bl CyOTUIN3UH-KeKcHHoBoro THmna (PC-
SK9). MyTaiuu MOryT ObITh OHOTO I'eHa, KaK ro-
MO3WUTOTHBIE, TaK U TeTepO3UroTHble. MOTyT Tak-
JKe BCTpeuaThCst MyTalliM Cpasy B BYX reHax (Tak
HasbIBaeMasi «/[BOWHasi reTepO3UTOTHOCTb») [7].
Ha fjaHHBIN MOMEHT HeT UeTKHX 3ITH/IeMHO0JIoTye-
CKUX JJaHHBIX 0 pacripoctpaHeHHocTy CI'XC B mu-
pe. CunrTaeTcs, 9To YacTOTa reTepo3UroTHOU (op-
Mbl CI'XC cpeniv nipeficTaBUTe el eBPOIeouIHOM
packl cocrasaseTr 1/500 yenosek, n 1/1 000 000
Ji71s1 roMO3UroTHOM opmel [7, 8]. Ho maxe B cTpa-
Hax EBporieiickoro coro3a B O60/BIIMHCTBE ClyYa-
€B 3TU MaljeHTbl OCTal0TCsl HeMarHOCTUPOBaH-
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HbIMU. 10 KOCBEHHBIM [JaHHBIM SIHZEMHOJIOTH-
yeckoro uccnenoBanus DCCE-P®, pacnpocrtpa-
HEHHOCThb TeTepo3uroTHoit ¢opmsl CI'XC B PD
coctapnisieT 1:108 uyesioBeK W JjisT TOMO3UTOTHOM
topmbi — 1:300 000 uesoBexk [6, 7].

Ha ceropnsHuii feHs B Poccuu He cylecTBy-
eT equHO00Opa3HOW CrelUaJM3UPOBaHHON CeTH
JIMITU/IHBIX LIEHTPOB W/WIM KaOWHeTOB. ViMeroTcst
JMIIb OTZie/IbHble L|eHTPbl U CIeLjaJu31poBaH-
Hble KJIMHUKU B KPYMHbIX ropogax P® (Mockga,
Cankr-Iletepbypr, HoBocubupck, Camapa). B
ropozie KemepoBo yuruiHbId 1ieHTp Ha 6ase I'B-
¥3 KO «KemepoBCKHii 06/1aCTHOM KIMHHUYECKHUM
Kap/JMOJI0orMyeckuil JUcriaHcep UMeHM akKaJ|eMU-
ka JI.C. Bapbapatua» GyHKIIMOHUPYET C CeHTSI0ps
2016 r. 3a fBa rofla Ha KOHCY/ILTaTUBHBIN TIpUeM
KapAUoJIora-IMnu0/0ora HarpasieHsl 392 nauu-
eHTa. VI3 Hux y 189 (48,2%) nauyeHTOB BbISIB/IEHbI
TsDKeJIble HapyILeHH s IMMTHHOTo obmeHa. A 'y 123
6ombHBIX (65,1%) ompezeneH KpaiiHe BBICOKUI
PUCK CepJleuH0-COCYAUCTBIX OC/I0KHEHUH C HeJlo-
CTYDKEeHHMEM lleJIeBbIX 3HaueHWH JIMMHZAOTPaMMBbI.
¥ 13 nauenToB (6,6%) fuarHoCTHpOBaHa Bepo-
satHasg u omnpegeneHHass CI'XC, y 20 mayueHTOB
(10,6%) BbIsBIEHA MOATBEpP)K/E€HHAs HerepeHo-
CUMOCTb CTaTUHOB. OT/esibHast rpyrmina OOMbHBIX
— 33 (17,5%) marueHTa ¢ HeCKOPPEeKTUPOBAHHOU
Tepanueil TUIepTPUTULIePUeMUei.

ITpu pabote c maryeHTaMu KapZAHOJIOT-TUIIH-
JI0JIOT ONTUMM3UPYeT Ha3HaueHHYH MeZJMKaMeH-
TO3HYIO Teparuio, OJHAKO y HEKOTOPbIX MaljueH-
TOB C TSDKEJIBIMM HapyIIeHUsMH JIUITUIHOTO 00-
MeHa HeoOX0MMO Ha3HaueHHe SKCTPaKopIopasib-
HbIX MeTozl0B jieyeHus. 10 urosst 2018 1. B paMkax
peanu3any TporpaMmbl [TOMCKOBBIX Hay4HBIX
uccnenoBanuit (ITHN) Pocculickoii akageMuy Ha-
yK ¥ MMHUCTepCTBa HayKHd U BBICIIETO 0Opaso-
BaHus P® Ha 6a3e HayuHo-uccienoBaTebCKOrO
MHCTUTYTa KOMIUIEKCHBIX IpobsieM cepzieuHo-Cco-
CYIMCTBIX 3ab0jieBaHMN COCTOSIAChH aripobarius
MeULMHCKOM TexHoyorun remnapud-JIHIT mpe-
uunuTaun (Tak HasbsiBaemoro HELP-adepe3sa) y
6ombHOM ¢ CI'XC. Marepuarn jisi cTaThil coOpaH
VY TIpOaHaIM3UPOBaH 10 UTOraM MoANMCaHHOTO Ta-
LIMeHTKOW MH(OPMUPOBAaHHOTO COI/IACHSI U B COOT-
BETCTBUM CO CTaHZapTaMy Hafijiexxalriel KIMHuye-
ckoti mpaktvku (Good Clinical Practice) u npun-
LurnamMu XeylbCUHKCKOU [leKapanuu.

B JIunuaHbIiA 1ieHTp obparuiachk nanueHTka I,
58 neT, meHCHoHep, /7SI KOPPeKLIUK U TIof100pa -
MOJTAINUIeMAYe CKOM Teparuu.

Hcropusi Hactosiero 3a0oneBaHusi. Ap-
Tepua/bHasi TMIepPTeH3usl 3apericTpyUpoBaHa C

2003 roja, MakCMMajbHBIE ITU(PLI apTepHab-
Horo faBnenus (AJ]) 180/100 mm pT.CT., afanTu-
poBaHa K A/l 120/80 mmprt.cT. JuarHo3 «['umnep-
TOHUYeCKass 0Ojie3Hb» YCTaHOB/IEH amOynmatop-
HO. K/IMHUKM CTeHOKapZiuy He NPOC/IeXXUBaeTcs,
nHbapkTel Muokapga (M) orpuraer. B 2013 r.
nepedecsia OHMK no uiemuueckomy TUIly B
BepTebpo-0asunsspHom 6Oaccetine (BBB) c 006-
paTMMbIM HeBposioruueckum fedunuroM. Ilo
LIBeTHOMY AyIUIeKCHOMY cKaHupoBaHutio (LIZJC)
6paxuoniedanbhbix aprepuii (BIJA) oTmeuaeTcs
aTepoCK/IepoTUUeCKOe MOopakeHWe BHYTPeHHeNH
conHoit aprepun (BCA) cnipaBa 25%, nanee pe-
KOMeH/|0BaHa KOHCepBaTMBHasi TakKTuKa. Ilaru-
eHTKa MoJlyyaeT CjlelyIolyt0 Teparuio: KapAuo-
MarHwi 75 Mr, OMCOMPOJION 5 MT, aTOpBacTaTUH
40 mr, Topacemug, 5 mr, onMecaptad 10 mr. Ha-
pYyLLeHHe JIUMHAAHOTO 0OMeHa PerucTpupyercs C
2003 r. (ypoBeHb 0011[ero X0/eCTepUHa [0 CTUral
7,8 MMOJIB/JT), OJHAKO TUTOIUMNHeMUYeCcKol Te-
panuu He Has3Hauajocb. C 2013 r. nmocne mnepe-
HECEHHOT'0 CepJIeuHO-COCYAUCTOT0 COOBITUS ObI-
JIM Ha3HaueHbl CTaTHHBI B MaKCHMaJbHBIX [j03aX
(opuruHanbHBIN po3yBactatiuH 40 mr), Ha (oHe
rpuemMa KOTOPBIX AOCTM)KEHHs LieJieBbIX 3Haue-
Huii XC-JIITHII He oTmeuasnoch, ero 3HaueHHe
COXpaHA/I0Ch B npejenax 4,5 MMOJIb/JI, OLHaKO
ypOBeHb TpaHCaMMHa3 yBeIWumsIcs (acrapTara-
muHoTpaHcdepasa (ACT) 141 En/n, anaHuHaMU-
Horpancdepasza (AJIT) 108 Epx/m). Ambynatop-
HBIM TepareBTOM Obllia YMeHbIIIEHa /1038 OPUTH-
HaJIbHOTO po3yBacTatuHa 0 20 MT, Ha (hoHe MpH-
eMa KOTOpOro OTMe4eHO CHWwkeHHUe ypoBHs ACT
no 80 Ep/n, AJIT po 55 Ep/n, npu sTOoM NoKa-
3aTesiy JIMMIMIHOTO CTeKTpa He CHIbKaauch. [la-
LIMeHTKe TIpOBeJleHa CMeHa CTaTWHA, Ha3HauyeH
OpPWI'MHAaJIBHBIN aTopBacTaTvH B Ao3e 80 Mr, uTo
BHOBB TIPHBEJIO K TIOBBIIIEHHIO TpPaHCAaMHMHAa3 —
ACT 92 En/n, AJIT 80 En/n. YuuThiBasi JaHHbIe
pe3y/bTaThl, TeparieBToM amMOy/IaTOPHO CHIDKeHa
Jo03a aropBacratvHa fo 40 mr B cytku. Ha do-
He yMeHbIIEHHOW, CpeJjHell TeparneBTUUYeCKOU
[l03bl CTaTMHOB IOKa3aTe/u JIMIKUJHOTO CIeKTpa
COXPaHSTUCh TIOBBIIIEHHBIMU (0OLIMIA XosiecTe-
puH (XC) 8,8 mmonb/n, XC-JITTHII 6,2 MMosib/m),
ypOBeHb TpaHCaMMHa3 Mpuillen B HOpMY. Takum
00pa3oM, MaKCUMa/bHO MePEeHOCUMbIe MaljeHT-
KOU 103kl aTopBacTatiHa — 40 mr, po3yBacTaTvHa
— 20 mr. B aBrycte 2017 1. KapauosoroMm aMmoy-
JIaTOPHO, 110 MECTY KUTeJbCTBA, B JOMIOJTHEHHE K
40 mr aTopBacTaruHa Ob11 1o6aBeH 33eTeMu6 10
MT, U MaljieHTKa HarlpaB/ieHa Ha KOHCY/IbTal[1io B
JIUTIUIHBIA LIEHTP.
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ITanmenTtka 26.12.2017 1. KOHCy/IbTHpOBaHa
Kap/{M0/I0rOM-JIMIIK/I0/IOTOM B JIMIIMJHOM  1ieH-
Tpe I. KemepoBo. Ha ¢one koMOMHHPOBaHHOM I'ii-
TOJIUMUJeMUYecKoll Teparvu (aropBactatuH 40
mr+33eremMu6 10 Mr) mokasaresiu JIMMHAZOTPaM-
™Mbl (0T 26.10.2017) ocraBaimMch KpaiiHe BBICO-
kumu: 06muit XC 10 MMOMb/, TPUIVIMLIEPH/IbI
(TT) 2,0 mmonw/na, XC-JITTHIT 8,1 mmons/a, xo-
JIeCTepUH-/INIONPOTENHbl  BBICOKOM IJIOTHOCTH
(XC-JITIBII) 1,02 MMoJIb/11, X0Ie CTePUH JIUTTOTIPO-
TeWHbl OUeHb HM3KOW TioTHOCTH (XC-JITIOHIT)
0,92 mmons/n, uHgekc areporeHHocT (MA) 8,8.
YuursiBas nepeHecenHoe OHMK B anamHese, na-
L[UEHTKAa OTHOCUTCS K KaTeropuu KpaliHe BBbICO-
KOrO pUCKa, COOTBETCTBEHHO Iie/ieBble 3HaYeHUs
JIMITU/IHOTO CrieKTpa cieaytoupe: obmmi XC me-
Hee 4,0 mmons/n, TT menee 1,7 mmons/n, XC-JIT1-
HIT menee 1,5 mmosn/n, XC-JIIIBII Bemme 1,2
MMoJ/b//. [IprHMMas BO BHHMMaHHe Hel0CTaToy-
HOe CHIDKeHHe TOoKas3aresell JMMUOorpaMMbl Ha
(hoHe MaKCHMasbHO JOMYyCTHMOH Teparuy, orpe-
JeneHsl nokaszanus s HELP-adepesa. C cora-
CHsI TIALMeHTKY 3arulaHWpoBaHa I71aHoBasi TOCIIH-
Ta/M3aLys C Lie/IbIo IPOBe/leHus IepBOro ceaHca.

AHamHe3 >xu3HHM. [laljueHTKa HUKOIZa He Ky-
pWsa, ajJKorolb He yroTpebnsieT. XpoHHUeCKue
3ab0/1eBaHUsI paHee He [UarHOCTMPOBaHbI. Ha-
cnencTBeHHOCTh 10 CC3 otdrowgeHa: y otua UM
B paHHeM Bo3pacre (45 jier). [emoTpaHcdysuii He
MPOBOAW/IOCH. AJIZIeprojlorMueckyii aHamHe3 He
otsirortieH. TpaBm, oreparuii He ObIT0.

JlaHHbIe 00beKTUBHOI0 0CMOTPa (Ha MOMeHT
rocnuTa u3anyy B Kap/uo/0ruieckKoe oTaeie-
Hue — 10.07.2018). OO1iee cocTosiHNE YOBIETBO-
puresnbHOe. Co3HaHUe sICHOe, TOJIO’KeHHe aKTHB-
Hoe. KoykHble TIOKPOBBI (DH3MO/IOTMUECKON OKpa-
CKH, BWJHMMble CIW3UCTble — OreaHO-PO30BHIE.
[Mepudepuueckre mMQarrueckre y3ibl He yBe-
snyensbl. OTekoB HeT. Bec — 84,0 kr, poct — 168
cM, uHJeKC Maccel Tesa (MMT) — 29,8 kr/m?. Pac-
yer UMT (unpekc Ketne) npoBogusicst o gpopmy-
sie: UMT = Bec (kr) / pocT (M?).

[JpixaHue Be3UKY/spPHOE, IPOBOAUTCS 110 BCEM
oTJies1aM, XPUIIOB HET BO BCEX TOUKAax ayCKy/bTa-
LMY, YyacToTa AblxaHus — 15 B MuHyTy. [IepkyTop-
HO HaJl BCeMH JIErOUHbIMU TIOJISIMU SICHBIH Jierou-
HBIH 3BYK.

ToHBI cepia SICHble, pPUTMUYHBIE, [1aTOI0THYe-
CK{e IIyMbl He BBICIYLIMBAIOTCS. BepxylieuHslid
TOJUOK He masnbnupyetcsi. A/l ¥ My/nbC W3MepeHsl
TPexKpaTHO C MHTepBajioM 2 MUHYThI Ha Befylleit
(/1eBoii) pyke yepe3 5 MUHYT OTZAbIXa B IOJIOXKe-
HUM cuga: 128/85 MM PT.CT., yacTOTa CepZeyHbIX

cokpaienuit (UCC) = nmynbc = 72 yaapa B MUH.

Hapy1iieHuii co CTOpOHBI IPYTUX OPraHoB U CU-
cTeM (TMLL{eBapUTe/bHON, MOUEIOI0BOM, HEBPO-
JIOTUUECKON CUCTeMBbI, CKeJIeTHO-MBbIILIeUHOTO arl-
rapara, HapylueHudi oOMeHa BelljecTB, HOBOOOpa-
30BaHUli) He BBISIBIEHO.

ITpu orjeHke crieriUueCKUX TIPU3HAKOB Hapy-
LIIeHWH JIMMAAHOTO 0OMeHa KCaHTOMBI U KCaHTe-
Jla3Mbl He 0OHAPY)KeHbl, UMeeTCs JIMTIOU/HasT Iyra
POTOBHIIBI, CO CJIOB MALIUEHTKH OTMETH/Ia ee TOsIB-
senue B 40 sieT.

Mo pe3ysbTatam J1ab0PaTOPHBIX UCCIEA0BAHUM
B [leHb TOCIMTAaAU3aliy 3HAUMMBIX OTKJIOHEHWH
OT HOPMBI U Ha/IMuMe NMPOTHUBOIIOKAa3aHUH K TIpoBe-
nenvto HELP-adepe3sa He BbisiBieHo (Tadmumna 1).

OTMeueHa TUTIEPITIMKEMUST U BbIpa)KeHHast J1C-
munuaemust: obumi XC 10,4 mmons/a, TT 2,14
mmonb/n, XC-JIIIBIT 1,21 mmons/n, XC-JITTHIT
8,0 mmons/n, XC-JITIOHIT 0,98 Mmmons/n, anoau-
noripotenH A (Ano-A) 0,74 mmoss/n, Ano-B 1,98
mmons/n, A 7,6.

ITo manHbIM 3nekTpokapguorpadun (OKI') Ha
MOMEHT TIOCTYTUIEHUSI PeTUCTPUPYETCS CHHYCO-
BbIi puTM ¢ UCC 74 ynapa B MUHYTY, II0 MHUOKap-
Zly yMepeHHble 3MeHeHHsI.

ITo maHHBIM 3XOKapzauorpaduu (Tabmupa 2)
cuctosnmueckass (YHKLMS JIeBOTO  JKeyyJouka
(JDK) ynmoBneTBopuTe/bHAs, UMEIOTCS TIPU3HAKU
nmuacronuueckor aucyakimu 1 tumna (E/A=0,67,
BUP 99 mc).

C yueToM Ha/luuus B aHaMHe3e riepebpanbHo-
ro arepocknepo3sa nposegeHo LIJC BLIA, rge co-
XpaHsieTcs opakeHue BHYTPeHHel COHHOI apTe-
pun (BCA) cripaBa, reMofuHaMU4YeCKH He3HaUM-
Moe (20%).

ITo pe3ynbraraM K/IMHHUYECKUX, aHAMHeCTHYe-
CKWX, 1a00PaTOPHBIX W MHCTPYMEHTAJIbHBIX JlaH-
HBIX C(DOPMY/TMPOBAH OKOHUATe/TBbHBIN AUarHo3.

OcHoBHOM guarno3. Jucmunuaemus II B tum
o Ppenpukcony. OmpeseneHHas ceMelHasi T'-
nepxojectepuHemust (Cymma OasiJioB MO IIKasie
Dutch Lipid Clinic Network Criteria (DLCNC) —
11).

®oHoBasA mnarosiorus. [uneproHuveckass 60-
nesus 111 craguu, runepTpodus MrUoKapza JeBoro
JKeyZl0uKa, pUuckK 4.

LlepeGpanbHelid arepocknepo3. CreHo3 BCA
cripaBa. Pesupyanbhbiii nepuog OHMK mo wuie-
muueckoMy tuny B BEB ot 20131

Takum ob6pa3om, MalieHTKa UMera TMoKa3aHust
K npoBefeHuto HELP-adepesa u He umesna mpo-
THUBOIIOKa3aHUN WM OTPaHUUEHHH K TIPOBeIeHHI0
JTaHHOTO MEeTO/Ia SKCTPAKOPIIOPa/IbHON THUTIONUTITH-
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MpumeyaHue: ACT - acnapmamamuHompaHcgepasa, AT
- anaHuHamuHompaHcgepasa, CO3 - ckopocmb ocedaHus
3pumpoyumos.

JleMuueckol Tepanuu. IToce noay4yeHus MOTHOM
VH(OpPMALMK U MOANMCaHKsT UHHOPMUPOBAHHOTO
coracyst alueHTKa Oblla TOCUTAaTU3UpOBaHa B
CTaL[oOHap [/1s1 BBITIO/IHeHUs adepesa.

ITponienypa HELP-adepesa BbimonHsnack Ha
armapare Plasmat Futura («B.Braun», ['epmanmus).
CyTb METOAMKU COCTOUT B TOM, yTo XC-JITTHII,
XOTIeCTEPUH U (PUOPUHOTEH B YCJIOBHSAX KHCIOH
Cpe/ibl ¥ TIPUCYTCTBUM BBICOKMX [103 TellaprHa 00-
pasyroT NpeLUNnUTaThl, KOTOpbIe YAA/SIOTCS IIyTeM
¢dunsTpanuy. [jis sToro niasma, rosyyeHHast pu
repdy3ur KpOBU uepe3 KallW/UISIPHBIA T1J1a3MO-

GUBTp, CMelrBaeTcs ¢ aLeTaTHbIM Oydepom (pH
4,85) u rertapurom (100 E/I/mi) B peskume on-line.
Ha doue kucnoit cpeasr (pH 5,12) obpasyroTcst
TMIPeLUINTAThI, KOTOpble GUILTPYIOTCS U OCaKa-
I0TCSI Ha CIieldaibHOM (GUIbTpe. 3aTeM IPOUCXO-
[T yrajieHre U30BITOYHOrO KOJIMYeCTBa rernapu-
Ha Ha rernaprHoOBoM azicopbepe, a /sl BOCCTaHOB-

JIeEHUS KHC/JIOTHOCTU A0 HOPMaJIbHBIX 3HAUeHU
Ha KOHEUHOM 3Tarlie IIPpOBOAUTCA 6HKap6OHaTHI;II>i

Anajin3 11/1a3Mbl, I10C/Ie Yero OHa BO3BpallldeTCs B

CUCTEMHBIN KPOBOTOK BMECTe C 3PUTPOLIUTAPHOM

Maccoi, MoIyyeHHOM Ha Haya/IbHOM 3Tarle.

TOM 3, N2 4y HIYECKAS MEAMLIHA
e e
Mokasartenn 3HaueHune PedbepeHCHbIe 3HaueHus Ta6nuua 1.
Indicator Value Reference range Na6opatopHble
BUOXUMNYECKUI aHANIN3 KPOBU Flaoz“"'e :a MOE':"e“T
. . . nocrtynneHuna
Blood biochemistry analysis Craumonap
rnoKo3a, MMonb/n
6,8 4,1-5,9
Glucose, mmol/L Table 1.
Kanui, mmonb/n 51 35-51 Laboratory data at
Potassium, mmol/L ' 1979 the baseline
HaTtpuit, Mmonb/n :
Sodium, mmol/L 135 136-145
KpeaTuHuH, MKMOAb/ N .
Creatinine, umol/L 88 45-84
MoueBuMHa, MMOnb/ N
Urea nitrogen, mmol/L 6,2 2,2-8,3
Bunupy6uH (06WMN-Npsamon), MKMOnb/ n
Bilirubin (total and conjugated), 16,5-6,0 1,7-20 / 0-7,0
umol/L
ACT, Ea/n _
Aspartate aminotransferase, U/L 27 0-35
ANT, Ea/n ]
Alanine aminotransferase, U/L 40 0-45
061wwmnn 6enok, r/n :
Total protein, g/L 78 64-83
061WMit aHanu3 KPoBM
Complete blood count
Nenkouutbl,10°/n .
Leukocytes, 10°/L 9 40-88
Heutpodunbl, % _
Neutrophils, % 28 4572
NumdounTbl, % )
Lymphocytes, % 352 18-40
MoHouuTbl, % _
Monocytes, % ° 39
Jo03uHoGunbl, % 5 0-5
Eosinophils, %
basodunbl, % 1 0-1
Basophils, %
SputpoumTbl, 10"/ :
Erythrocytes, 10™/L 455 451
remorno6uH, r/n
Hemoglobin, g/L 140 132-164
FemaTokput, % ~
Hematocrit, % 42 40-48
Tpom6ouuTbl, 10°/n .
Platelets, 10°/L 191 170-350
C03, MM/u 10 915
Erythrocyte sedimentation rate, mm/h

117



® memn®

KAWHWYECKUN CITYUYAN

FUNDAMENTAL
3
AND cLinicaL mepicine  VOL. 3, N2 4

Ta6bnuua 2.
[laHHble
axokapanorpacduu
npuw NocTynneHnn B
cTaumoHap

Table 2.
Echocardiography
data at the baseline

PucyHok 1.
JInHamnka nokasare-
nen NUNUAHOrO Cnek-
Tpa nocne nepBoro
ceaHca /IHN-adhapesa

KOP-KCP, cm
Left ventricular end-diastolic 4.8-32 MK, cm 18
diameter and left ventricular end- e Right ventricular diameter, cm !
systolic diameter, cm
KOO-KCO, mn MXM-3C/DK, cm
End-diastolic volume and end- 108-41 Interventricular septum thickness, 1,1-1,1
systolic volume, mL cm
nn, cm 38 YO, mn 67
Left atrial diameter, cm ! Stroke volume, mL
®B 1K, % 2 MM, 1 193
Left ventricular ejection fraction, % Left ventricular mass, g

OTAenbl CepALA He U3MeHEHbI, TOKaNbHas CoKpaTUTEbHas CMOCOBHOCTb HEe HapyLIeHa
No structural heart alterations or decrease in myocardial contractility revealed

Mitral valve unaltered, no regurgitation detected

MI/ITpaHbeII;I KnanaH He U3MeHEeH, peryprutaynm He BbiaBleHO

Aunactonuueckas yHKUuA: MUK E 45 cm/c, NuK A 67 cm/c, oTHoweHune E/A 0,67, BUP 99 mc.
Diastolic function: E-wave 45 cm/s, A-wave 67 cm/s, E/A ratio 0.67, isovolumic relaxation time 99 ms

Aortic valve: tricuspid, unaltered, Pmax 7 mMmHg

AopTanbHbIA KNanaH: He U3MeHeH, TPeXcTBopUaTblil, Pmax 7 MM pT.CT.

Tricuspid valve: unaltered, regurgitation grade 0-1

TpUKYCNMAAaNbHbIA KNanaH: He N3MeHeH, peryprutauus 0-1 ctenexu

KnanaH neroyHon aptTepuun: He nameHeH, /1A cp: 9 MM pT.CT.
Pulmonary valve: unaltered, pulmonary wedge pressure 9 mmHg

MpumeyaHrue: KAP - KoHeuHbIlU duacmosnuyeckuli pasmep,
KCP - koHeYHbIl cucmonuyeckuli pasmep, KO — KOHeuHbIl
duacmonuyeckuli 06bem, KCO — KOHeuHbil cucmonuyeckul
o6bem, /1M - negoe npedcepdue, ®B /DK - ¢ppakyus epibpoca
negoeo xenydouka, MK - npassbiti xenydoyek, MK - mex-

Vcnonp3oBamu  mieprdepryeckrii  BeHO-BEeHO-
3HbIM AoCTyn Katetepamu 16G, CKOPOCTb KPOBO-
Toka coctapssiia 80-100 myi/muH. O6bemM 0b6pabo-
TaHHOM m1asmbl — 3000 M1 3a 4 yaca.

Cocrosinvie 0OONBHONM BO BpeMsi TPOLEYphI
ObUIO Y/JOB/IETBOPUTE/IbHBIM, TEMOJMHAMUKA He
cTpajana.

INocse mpoBe/jeHNs IEPBOTO CeaHca COCTOSTHUE
rareHTKy 6e3 OTpULaTe/TbHOM TUHAMHUKH, OCTaB-
JileHa B OT/leJIeHUH 110/, HaOJIo/ieHre [1e)KypHOTro
Kapauosora. Tepanuio Mpofo/Kaia MPUHUMATh B
nipe>xkHeM o0beMe. 3a BpeMs HaOJTFoieHHs HexKerla-
Te/IbHBIX SIB/IEHWI He oTMeueHo. [1o pe3sysnbTatam
71ab0paTOpHOTO KOHTPOJISI OTMEUeHO BhIpayKeHHOe
CHIKeHHe TIOKasaTesiel JIMIUIHOTO criekTpa: 00-

Enocne ceaHca
mmonb/n

12

enyooukoeas nepe2opooka, 3C/HK — 3a0HAA cmeHkKa /1ego-
20 xenydouka, YO - yoapHbil 06bem, MM — macca muokapoa,
BUP - 8pems u3osontomuyeckozo paccnabnerus, /1A - das-
NleHue 8 e204HOU apmepuu.

i XC 4,4 mvons/n, TT' 2,18 mmons/n, XC-JII1-
BIT 0,94 mmons/n, XC-JITTHIT 2,7 mmonb/n, XC-
JITIOHIT 1,0 mmonw/n, Amo-A 0,67 Mmonb/m,
Ano-B 1,92 mmons/n1, A 3,7. JuHamuKa nokasa-
Tesel MUMUAOTPaMMBI [0 U riocsie ceaHca HELP-
acepe3sa mpeficTaB/eHa Ha pUCyHKe 1.

[TarveHTKa B yJ0B/I€TBOPUTENBLHOM COCTOSTHUM
ObUTa BBIMMCAHA W3 CTallMOHApa C pPeKOMeHallu-
sIMU TI071 HaO/TrofieHre KapIuosiora 1o MecCTy K-
TesnbcTBa. OrnpeZiesieHa Jiata ciiefyolieil rocru-
Ta/qu3aluuy i NpOBeJjeHusl TTIOBTOPHOIO CeaHca
HELP-adepesa.

Uepe3 14 nHeli maljMeHTKa TTOBTOPHO TOCIMTA-
JIU3UPYeTCsl B Kap/MOJIOTHUYecKoe OTJesieHre, Ha
MOMEHT TOCTYIUIEHUsI TI0 pe3y/bTaraM jabopa-

Mo ceaHca

10
Figure 1. 8
Dynamic alterations
of blood lipids 6
after the first
session of low- 4
density lipoprotein
cholesterol apheresis 2

0
o06wmin XC T Xc-nnsen XC-NNHN XC-NNoHN Ano-A Ano-B NA
e
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TOPHBIX U UHCTPYMEHTa/IbHBIX 00C/Ie[0BaHui 6e3
CYIIIeCTBEHHBIX U3MeHeHu. OfHaKO oOparijaeT Ha
cebsi BHUMaHUe, YTO TOKa3aTe/d JIMIUI0TPaMMbI
TPAKTUYeCKU «BEPHY/IUCH» K HCXOAHBIM BBICO-
KuM 3HaueHusm: obiuit XC 8,7 mmons/n, TT 2,61
mMoJsib/n, XC-JITIBIT 1,35 mmomns/n, XC-JIITHIT
6,5 mmonw/n, XC-JITIOHIT 1,19 mMmons/n, Ano-A
1,17 mmonw/n, Ano-B 1,93 mmons/n, A 5,4.
CorsiacHO paHee OMNMCaHHOW METO/VKe Maliy-

H nocne ceaHca

10

©

)]

Fa

N

06w mnn XC Tr

[MaipieHTKa Obla BBITIMCAHA B Y/IOBIETBOPU-
TeJIbHOM COCTOSIHUM C PeKOMeHZalMsiMu U 00si3a-
TeJIbHBIM TIPEMOM CTaTMHOB Ha amOy/1aTOpHOM
jTare mof Hab/IoeHreM KapAuosiora 1o MecTy
SKUTE/TbCTBA.

Uepe3 MecsL| M0C/e NPOBeAEHHOr0 JeYeHusl —
TOBTOpPHAsl KOHCY/bTaLMsl B JIUMUAHOM LieHTpe C
pe3y/bTaTaMy JIMITUIHOTO CIIeKTpa, Ha (hoHe TIpH-
ema yiunpumapa 40 mr u 33etposia 10 mr, nokasa-
TeJTU KOTOPOTO OCTAIOTCS TOBBIILIEHHBIMU: OOIIHH
XC 7,85 mmons/n, TI" 1,07 mmons/n, XC-JITIBIT
1,06 mmone/n u XC-JITTHIT 6,3 mmons/n, A 6,4,
YTO CBU/ETeNbCTBYET O HATMYUU Y TIALIUeHTKH [j0-
CTaTOUHO arpeccuBHOM Gopmbl CI'XC.

[NareHTKe 0opmiIeHbI JOKYMEHTHI B /leriapTa-
MEeHT OXpaHbl 3ZJ0POBbsI HaceneHus KemMepoBcKoit
06J1aCTH Ha KOMHUCCHIO TI0 BbIZIE/IEHUIO a/IpeCHOMN
ToMOIIY /711 PUHAHCUPOBaHWS JlalbHENIINX Ce-
ancoB HELP-adepe3sa.

O6cyxpaeHue

Huarno3 CI'XC — 3T0 KIMHUYECKU [UarHo3,
yCTaHaB/MBaeMblii Ha OCHOBAaHUM 5 KpUTepHeB:
ceMelHbI aHaMHe3, K/JIMHWUYeCKUe JlaHHble paH-
Hero paseutusi CC3, obOHapyeHHe OOBEKTHB-
HBIX NPU3HAKOB I'MIIepX0/eCTepUHEMHUU (KCaHTO-
MBI, KCaHTeJa3Mbl U JIAMIOW/IHAs Ziyra pOroBULbI),
oueHb BbicOkUe ypoBHU XC-JITTHIT npu Heckomnb-
KHX M3MEepeHUsIX W/WIN Ha/Muhe MyTaliH, Orpe-

XC-NNBM  XC-ANHN  XC-AINOHM

eHTKe MpoBe/ieH BTopoi ceanc JIHIT-adepesa, 6e3
OCJIO’)KHEeHHUH. 3a BpeMst HaOJTFOZieHUsT HeXKeJlaTesTb-
HBIX SIBJIEHUM U YXyZALIeHWs COCTOSIHUSI He OTMe-
yeHo. [Ipu TIOBTOPHOU OlieHKe JIUMUJHOTO CIiekK-
Tpa OTMeUeHO CHIKeHHe rokasarens XC-JITTHII,
OJJHAKO OH MO-TIpe)XHEMY He JOCTUraeT Lie/leBbIX
3HaueHWH. JJMHaMMKa ToKasaTesell JIUMUZ0rpam-
MBI BO BpeMs BTOPOM rOCIUTaIM3aly Npe/iCcTaB-
JleHa Ha pHCyHKe 2.

B 00 CeaHca

Ano-A Ano-B NA

JleJIeHHOW TeHeTHUeCKMMH MeTOJaMH TMarHOCTH-
ku [7]. TTofgpo6HO faHHBIE KPUTEPUH TpeZCTaBie-
HbI B Ta0mIe 3.

IIpu BreIsiBIeHMM CI'XC Ba)KHO KaK MOYXKHO CKO-
pee HayaThb KOMIUIEKCHOe JjiedeHHe, HarlpaB/ieH-
HOe Ha HOpMaJ/M3alyio 3HaUeHUH JIMTTH/I0TPaMMBI.
Bce marpieHTHI ¥ uieHbl UX CeMel JIOJDKHBI TTPOH-
TH KypcC 00y4eHUsI 10 KOpPpPeKLWH obpasa >KHU3HH,
KOTOpBIM BK/IFOYaeT B cebsi OTKa3 OT KypeHwus, 13-
MeHeHHe NUTaHUsl Y TIOBbIlIeHUe (U3MUecKol ak-
TUBHOCTH [7]. [ToMrMMO HeMeqUKaMeHTO3HBIX Me-
TOZIOB TeparuM B3POCJBIM CJleflyeT Ha3HauuThb
rpernaparel s cHwkeHus: ypoBHa XC-JIITHII B
MaKCHMaJjIbHO TepeHOCHMON /103UpoBKe. Teparnu-
et mepBoii iuHUHU B jleueHun CI'XC sBSIOTCS CTa-
THHBI KaK Hanbosiee M3y4eHHBIH K/1acC TIperapaTos
B nipodunakrike CC3 [7]. [IpumeHeHMe CcTaTHHOB
TI03BOJISIET CHU3WUTH PUCK Pa3BUTHS CePIeuHO-CO-
CYIMCTBIX COOBITHI M paHHel cmepTH [7]. Tpu He-
3¢ eKTUBHOCTH Teparuu CTaTUHAMH Y TIal{HeHTOB
¢ CI'XC wucronb3yeTcst KOMOMHALIMSI MaKCUMaJlb-
HO TIEPEHOCHMBIX [I03 CTaTWHOB C 33eTeMHUOOM
nm GpeHodubpaTom (MpU HATUUUK TIOBBIIIIEHHOTO
yposHs TT' u cHwkenHoro yposust XC-JITIBII) [7].
[Tpu He3hPeKTUBHOCTH TAaKOTO TOAX0/a aKTyasb-
HBIM SIB/ISIETCS] IPUMEHEHHe B [[OTIOJTHEHHWE K KOM-
OUMHMPOBaHHOW Me/JMKaMeHTO3HOH Teparnuy bonee
arpecCHBHBIX CTpaTeruii Teparuu B BH/le Ha3Haue-
HUsI OMOTEXHOIOTUUECKUX TIperaparoB (MHrUOu-

PucyHok 2.
[AnHamunka
nokasarenen
NUMUAHOIO CreKTpa
nocne BTOpOro
ceaHca JIHN-adepesa

Figure 2.

Dynamic alterations
of blood lipids

after the second
session of low-
density lipoprotein
cholesterol apheresis
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ANArHOCTUKN
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copmbl CMXC

Table 3.

Dutch Lipid Clinic
Network Criteria

to diagnose
heterozygous familial
hypercholesterolemia

CemelHbIN aHAMHe3
Family history

A. POACTBEHHUK 1-11 CTEMEeHU POACTBA C PaHHEN (My)Kl-II/IHbI < 55 f1eT, )eHwWmHbl < 60 neT) UBC nnun
LpYyrum cocyamcTbiM 3aboneBaHnem usiu POACTBEHHUK 1-U cTeneHu pogctea ¢ XC JIHM > 95-ro
npoueHTunA

A. First-degree relative with coronary artery disease diagnosed at < 55 years of age (males) or <
60 years of age (females) or first-degree relative with low-density lipoprotein cholesterol level >
95t percentile

B. POACTBEHHMK 1-W CTEMEHU POACTBA C KCAHTOMAaMMW CYXOXWUAUA W/WAW NUNOWGHOR Lyron
porosuubl unu fetu go 18 net ¢ XC JIHM > 95-ro npoueHTMNA

B. First-degree relative with xanthoma tendinosum and/or lipid keratopathy or children < 18 years
of age with low-density lipoprotein cholesterol level > 95" percentile

UcTopus 3a6onesaHus
Anamnesis morbi

A.Y nauneHTa paHHAA (My)KLII/IHbI < 55 f1eT, )XeHLWmHbI < 60 net) NBC
A. Coronary artery disease diagnosed at < 55 years of age (males) or < 60 years of age (females)

B. Y naumeHTa paHHee (My)XumHbl < 55 N1eT, XEHLMHbI < 60 NeT) pa3BMTMe aTepPOCK/IePOTUUYECKOrOo
nopaxeHus uepebpanbHbIx/nepudepruuecknx cocyaos

B. Cerebral or peripheral atherosclerosis diagnosed at < 55 years of age (males) or < 60 years of
age (females)

®dusmnkanbHoe o6cnepoBaHue
Physical examination

. KCAHTOMbI CyXOXUN M
. Xanthoma tendinosum

> >

=]

. JlnnonaHana gyra porosuubl B BO3pacTte A0 45 net
. Lipid keratopathy diagnosed at < 45 years of age

w

Jla6opaTopHbIN aHANU3
Laboratory measurements

. XC THN > 8,5 mmonb/n
. Low-density lipoprotein cholesterol level > 8.5 mmol/L

=]

.XC/1HN 6,5 - 8,5 MMonb/n
. Low-density lipoprotein cholesterol level 6.5 - 8.5 mmol/L

w

.XCJIHN 5 - 6,4 mmonb/n
. Low-density lipoprotein cholesterol 5 - 6.4 mmol/L

O W

A

XC THN & — 4,9 mmonb/n (XCTHN v T - B Hopme)
D. Low-density lipoprotein cholesterol 4.9 - 6.4 mmol/L

AHanus JHK
DNA analysis

. UmeeTcs yHKLUMOHaNbHaa myTtauus reHa JIHM-P
. Functional mutation within the LDLR gene

> >

AnarHos Crxc
Diagnosis of familial hypercholesterolemia

OnpepeneHHbIi

> 8 6annos>

Certain 8 points
BeposiTHbIN 6 - 8 6annos
Probable 6-8 points
BO3MOXHblI 3-56annos
Possible 3-5 points

Mpumeuanue: UBC - nwemnyeckas 6onesHb cepaud; XC /IHM — xonecTepuH NMNONPOTENAOB HU3KON NNOTHOCTY;
XC NIBM - xonectepuH NuWNONpoOTEWAOB BbICOKOW nnOTHOCTW; TI — Tpurnuuepuabl; JIHMN-P - peuentop K

nunonpoTenay HU3KOW NNoTHocTh; CTXC — cemenHas runepxonectepuHemus.
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Topbl PCSKY) mny nprMeHeHNst MeTO/IOB 9KCTpa-
KOPIIOpasIbHOTO JIeueHHs], TAKUX Kak adepes JIIo-
npoTenoB HU3KoM riotHoctH (JIHII-adepes) [8].

Wuruburoper PCSK9 — 3To HOBBIH Kiacc ripe-
TapaToB, TMOKA3aBIINM JI0CTAaTOYHO BBICOKYIO 3¢-
(bekTHBHOCTE U 0€30MacHOCTb B psifie KPYIHBIX
K/IMHUUEeCKUX UCC/e/oBaHuM. B HacTos1ee Bpems
aKTWBHO W3YyYalOTCsI HECKOJIBKO MOAX0/0B K O110-
KMPOBAHUIO HeJJABHO BBISIBIEHHOTO ellle OJHOT0
KJTIFoueBoro bOesika ateporere3a — PCSK9:

1) npuMeHeHHWe MOHOK/IOHA/IBHBIX aHTUTEJ
(armipokymab, 3Bos10KyMab);

2) BBefieHue nentugoMuMeTukoB PCSKOY;

3) npyMeHeHNe aHTUCMBIC/IOBBIX OJTMTOHYKJIe0-
tugoB (ALN-PCS);

4) UCIonb30BaHUe MaslbIX MOJIEKY WHIOUTO-
poB PCSKS9 (SX-PCSK9).

Ha ceropusimHuii eHb Hanbosiee HU3yUeHHBIM
Y BBIIEAIINM Ha (papMarieBTUYeCcKUid PbIHOK SIB-
JISIeTCsl TI0/[X0/, C MCTI0/Ib30BaHNeM MOHOKJ/IOHAJIb-
HBIX aHTUTeN Jyisl uHrnovpoBanust PCSKO.

Psi/i KpyIHBIX paHOMHU3MPOBAaHHbIX KJIMHHAYe-
CKHMX WCCJIeJOBaHNH MTPOJIeMOHCTPUPOBAJI, UTO Ha-
3HaueHue IperaparoB JaHHOU IPYyMIIbl IPUBOAUT
K BbIp&KEeHHOMY CHIKeHUr0 ypoBHs XC-JIITHIT
6omee uem Ha 60% [9, 10]. OMBIT MPUMEHEHUS UH-
ruburopoB PCSK9 B 1. KeMepoBo Takke ToKasas
BbIpa)KeHHOe CHIKeHHe Oosiee uem Ha 60% ypoB-
Ha XC-JIITHIT y nauuenToB kak ¢ CI'XC, Tak u
y NalMeHTOB KpaliHe BbICOKOTO PUCKa C HeJOCTU-
>KeHreM 1jesieBbIX 3HaueHudt XC-JITTHIT Ha ¢done
MaKCMMa/bHO TepeHOCHUMOM Teparvy, MpU 3TOM
Ha ¢oHe Tepanuu uHruouropamu PCSK9 B 83%
ciiydaeB OBUIM [JOCTHTHYTHI Iie/ieBble 3HaueHUs
XC-JITTHIT [11].

IToMUMO HOBBIX KJIACCOB Me[MKaMeHTO3HbIX
TperapaToB MeTOJJOM BbIOOpa B JIEUeHHH MalldeH-
TOB C Te€TepO3WUTOTHOM W TOMO3WUTOTHOM (hopMoi
CI'XC, He mopjarolieiicsi Tepaliii CTaTUHaMH, a
TaKXXe y HalueHToB JeTckoro Bo3pacta ¢ CI'XC
(xorja BO3pacT sIB/IsSIeTCs TPOTHBOIIOKA3aHUEM [IJIst
Ha3HAuYeHWsl CTaTUHOB W/W/HK 33eTMUOa, UHMMOU-
TopoB PCSK9) nomKHa paccMaTpuBaThCst 9KCTpa-
KopriopasibHast Tepanus [8].

Adepe3 MNONpPOTENHOB HU3KOM IJIOTHOCTU
(JTHII-acepe3) mpencraBnisieT coboii rpymmy ce-
JIEKTUBHBIX METOZIOB 3KCTPaKOPIIOpaJbHOM reMo-
KOPPEKILIWH, TI03BOJISIOLIUX CeJIeKTUBHO U 3hek-
TUBHO yJa/siTh M3 LUPKY/IUPYIOIEro KpoBOTOKa
XOJIeCTepUH M aTeporeHHble JIUNonporenHsl. Cy-
uiectByeT 6 MetozoB JIHII-adepesa, 0CHOBaHHBIX
Ha pasHbIX TEXHOJIOTHSIX M Ha pas/MyHbIX CBOM-
CTBax aTepOreHHbBIX JUIOMPOTENHOB AJIS1 UX yZa-

JIeHUsT: KacKaZiHasi T1a3MOpUIBTPaLvst, JTATTH[HAST
¢uneTpaLys, TenmapyH-UHAYIMPOBAHHAS TIPery-
MUTaLMsl JIUNONPOTENHOB, a(@uHHas M1asMo- U
reMOCOpOLIUsT JTUTONPOTENHOB, MUMMYHOCOPOIHs
unonpoTerHoB [8]. Beibop mpearnouTHTe/IbHOro
metona JIHIT-adepe3a ompenensieTcss 0COGeHHO-
CTSIMU KOHKPETHOTO MaljieHTa U BO3MOKHOCTSIMU
J1eueOHOTO YUPEXEHHS.

Briepsble 0 npuMeHeHur copbeHTa B 9KCTpa-
KOpTIOpa/IbHOM JIeUeHWH TpU TUIepXxojiecTepy-
HeMHH yTrioMuHaeTcss B 1976 I. rpymnmoil yuyeHbIX
o, pykoBozactBoM P.J. Lupien [12]. B Poccum o
JJAHHOM HaripaB/ieHHUH JieyeHHsl TMIepXosecTepu-
HeMuM coobiianock B paborax HO.M. JlomyxuHa
[13]. B mocnenymolemM pa3BUTHE 3KCTPAKOPIIO-
pasIbHbIX METOJOB JleueHUs] JUCIUNUEMUN IO
B HarpaB/eHUH CO3JaHus CIIeLU(UUHBIX METO/0B
ymumuHatuu XC-JITTHIT. B 1981 1. 6biu co3fa-
Hbl MMMYHOCODOIIMIOHHBIE KOMOHKH, T03BOJISIFO-
1[Me CeJeKTUBHO Wu3BeKaTb TobKo XC-JIITHIT
13 M1a3Mbl uesoBeka [14]. Uyt mo3zxe (1983 1)
B PoccuiickoM KapZAno0riyeckoM HayyHO-TTPOU3-
BozcTBeHHOM KoMrtekce ITokposckum C.H. u co-
aBTOpaMu ObL pa3paboTaH UMMYHOCOPOEHT C I0-
JIUKJIOHA/TbHBIMU aHTUTeIaMu it JIHII-adepesa
[15].

O peKTUBHOCTD JaHHOTO MeTO/la TUITOJIUITH le-
MHUUeCcKOW Tepamnuy MpojieMOHCTPHUpPOBaHa B MHO-
TOUMC/IeHHBIX UcciefoBaHusAX. Tak, KoHoBasno-
BbIM ['A. OTMeueHO, YTO [IuTelbHOe TIpUMeHe-
Hue (B Teuenue 1,5-2 net) JIHII-acdepesa y naru-
eHTOB C TspKesbiMU (hopmamu CI'XC npuBoguT K
BBIPOKEHHOMY THIOJUIHeMUUeCKOMY 3(deKTy
B cpegHeM Ha 50-85%. IIpu 3TOM OTMeuyeHO Mo-
BbilleHWe KoHLeHTpauuu XC-JITIBIT Ha 24%, a
ypoBHU hubpuHOreHa 1 C-peakTHBHOTO Oestka J0-
CTUraJyd HOpPMaJbHbIX 3HaueHWH, a yepe3 12-18
MecsiL|eB JieueHHs] BOCCTAHAB/IMBAIACh (QYHKLIWS
sHAOTenus1 cocynoB [16]. B nuteparype numeetcs
yKa3aHue Ha criocobHocTh JIHIT-adepesa He TOJTb-
KO MpeJjoTBpalljaTh Pa3BHUTHeE HOBBIX aTepPOCKIepo-
TUYeCKUX MOpaKeHU! KOPOHApHBIX U JPYTUX ap-
Tepul, HO U BbI3BaTb PErpecc y)Ke HMMEeROIUXCs
aTepoCKiepoTHuecKux Ossimex [8].

B mpuBezieHHOM HamMM KIMHMYeCcKOM Habso-
JeHUH MO>KHO OTMEeTHUTb TaK)Ke BbIpa’KeHHbIH, HO
He CTOWKWU, TUTIONUNUjeMUudeCcKuit 3P PeKT fAaH-
HOro MeToga Tepanuu. OTMeueHa Xopolas nepe-
HOCUMOCTb JIeUeHUSI C OTCYTCTBUEM Cepbe3HBIX
OC/IO)KHEHUH, KaK B HaCTOALIeM KJIMHUYeCKOM
Hab/rofleHnH, TaK U 10 AaHHbIM JIUTepaTypsl [8,
16]. Ipouenypsi HELP-adepesa, kak onHa u3
Pa3sHOBUAHOCTEN 3KCTPAKOPIIOPATBLHOM TUIIO/U-
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MUJeMUUeCKOM TepamuM, MCIOb3YIOTCA /0CTa-
TOUHO /IaBHO, B TIPOBE/IEHHBIX MPOCIEKTUBHBIX
MHOI'OLIEHTPOBBIX HcclefoBaHusax ¢ 1990-1994
IT. OBIJIO MOKA3aHO, UTO B TPyIIe MalMeHTOB C
UBC, nonyuatotiux HELP-adepe3s ¢ uHTepBaniom
B /IBe HeJleld, OTMeUYeHO CHIDKeHHe KOIMuYecTBa
KOPOHApHBIX COOBITHH Ha 85% [17] mo cpaBHe-
HUIO C TIafMeHTaMH, HaXOSIIMMHUCS TOJBKO Ha
MeJIMKaMeHTO3HO! Teparnuyd. HecMoTpsi Ha cHU-
>keHue ateporeHHbix JIITHII, adepe3 He oka3bl-
BaeT BJIUSTHUS HA CEKPeLUio U Katabosinam AmnoB
[17]. TTosTomy mipoBesmenue mporeaypbl HELP-
adepe3a Ha (oHe Tepanmuu CTaTHHAMH B Mak-
CUMa/IbHO TIePeHOCUMBIX [03MPOBKax 3HAuMMO
yayuiiaeT 3((eKTUBHOCTb KOMIUIEKCHOTO BO3-
JelicTBUSI Ha BCe TMapaMeTpbl JIUMHUAOTPaMMBbI,
0COOEHHO y TAI[MeHTOB C TSKeJbIMU (opMaMu
CI'XC [8, 17]. [Ipu 3TOM Ba)KHO MTOHWMATh, UTO
TOJILKO MPOJ0/DKUTENIbHOE JledyeHre NPUBOAUT K
CTabUIbHOMY CHIDKEHHIO U Ooree JJTUTETBHOMY
KOHTPOJIIO TIOKa3aTesjiell JUMUJHOTO CIeKTpa, B
yacTHoctu XC-JIITHIT Ha 20-40% [8, 17]. Ade-
pe3 B 3aBUCUMOCTU OT THIIA MCTIOIb3yeMbIX pac-
XOZIHBIX KOJIOHOK MOJKET IIPOBOJUTBCS HE TOJIBKO
IUIsE yaaneHust u3 KpoBu u3beitka JITTH, HO U fj1st
snumuHaimu TT, nunonpoTtenHa (a) — JIn(a).
OmnucaHo, UTo JaHHbII METOZ, y/IyulllaeT Peosio-
rUuecKre CBOMCTBa KPOBH, UTO TTO3BOJIM/IO ITPUMe-
HATb €ro [yt MPO(GUIAKTUKNA OKK/THO3UHU COCYZIOB
y MalMeHTOB M0C/e KOPOHAPHOIO LIYHTUPOBaHUS
Y UPeCKO)XHOTO KOPOHApHOTO BMelllaTe/IbCTBa CO
CTeHTHPOBaHKEeM KOPOHapHOI apTepuy, a Takxke y
MaleHToB C repudepuueckuM aTepoCKIepo3oM
[8, 17]. IloMuMO KapAHOIOTHUECKOW TPaKTUKH,
JIAHHBIN METO[] UCTIOJTh3YIOT TIPH TPOMOOTHYE CKUX
OKKJTIO3USIX IVIa3HBIX apTepuii, MpU OCTPOW CeH-
COPHOW TYTOyXOCTH U [ijIsl y/yullieHus nepdy3uu

rojioBHOro mo3ra [8, 17].

B HacTosiieM KMHUUe CKOM HabmoieHUH MOX-
HO OTMeTuUTh CHWKeHue ypoBHs XC-JITIBII Heno-
Cpe/iCTBEHHO TOC/Ie MTPOBeJieHus! TIPoLie/lypbl, UTO
MO>KHO OOBSICHUTH TeMOZMJIIOLMeN TIpY TIpoBee-
HuM adepesa, a Takke aKTHBALed TMeyeHOYHOU
TPUITMLIEPHU/I-/INTIA3bl U CHIKEHHeM aKTUBHOCTU
JIELIUTHUH-XO0JIeCTepUH-alfuiTpaHcdepassl [17]. B
nocnenytoueM ypoeHb XC-JIIIBII BoccTanasiu-
BaeTcsl, ¥ 10 JIaHHbIM JIUTepaTypbl OTMeUYeHO, UTOo
nmurenbHoe ipuMeHeHne HELP-adepesa mpuBo-
[IUT K CTOWKOMY YBeJMYeHHUIO JAaHHOTO TOKasare-
na[8, 17].

Cyl1leCcTBYIOT OTpaHUUeHHs IIMPOKOT0 TpUMe-
HeHUsl JaHHOTO MeTO/ia Teparvy, 4to 00ycroBie-
HO MHBa3UBHOCTBIO MPOLIe/yPbl, HEOOXOAUMOCTEO
ee MPoBe/|eHNs B CTieL{a/TM3UPOBaHHBIX IIeHTpax C
COOTBETCTBYIOIM OCHaIl[eHHeM, a TaKKe, KOHed-
HO, CTOMMOCTBLIO IaHHOTO MEeTOo/Ia JiedeHusi U Heo0-
XOJMMOCTBFO TIOMCKA ITOCTOSTHHOTO UCTOYHMKA (HH-
HaHCHPOBaHUs NpoLieslyp.

Ucrounuk ¢puHancupoBaHus: VccienoBaHue
BBITIOTHEHO TIpY (PMHAHCOBOU moagep>kke MuHU-
cTepcTBa 00pa3oBaHus U HayKu P 110 cTarthe pac-
XOJIOB Ha TpoBejieHre [IOMCKOBBIX HAayYHBIX WC-
cnenoBanuii (ITHM) Ne 12_2017 r. «KomriiekcHoe
JledeHe TALMEHTOB C TsDKebIMHA HapylLIeHUsIMUA
MnuAHOrO 0OMeHa ¢ pUMeHeHHeM I1a3madepe-
3a 1 uaruburopos PCSK9» Ha 6aze HUU KIICC3.
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Hayk, doyeHm, 3asedyrowjuii aabopamopueti namoguzuono2uu
MY1bMUGOKAIbHO20 amMepoCcKaepo3a omoena mMyabmu@oKalbHO20
amepockaeposza ®I'BHY «HayuHo-uccredosamenbckull
UHCMUNMym KOMN/eKCHbIX NpobaemM cepoeyHO-coCyOUCMbIX
3abonesaHutl», doyeHm Kkagedpbl KapoUoa02UU U CepOeUHO-
cocyoucmoli xupypeuu PI'EOY BO «Kemepoeckuli
20cy0apcmeeHHblil MeQuyuHCKutl yHueepcumem» MuHucmepcmea
30pasooxpaHeHust Pocculickoli @edepayuu, 8pay-aHecmesuonoe-
pearumamonoe I'BY3 KO «Kemepogsckuli obnaacmHoil
KAUHUYecKull Kapouono2uueckull ducnaHcep umeHu akaoemuka
JI.C. Bapbapawa», 2. Kemepogo, Poccusi.

Bk1ao 6 cmamblo: HayuHoe pykogoocmeo pabomotl

AunuoHozo yenmpa 2. Kemepogo, HanucaHue uacmu cmambu,
pedakmupoeaHue mekcma cmamau.

ORCID: 0000-0003-3729-616X

KopHeniok PomaHn AnekcaHopoeuu, HayUHbili COMpPyOHUK
nabopamopuu Kpumuueckux cocmosiHuli omoena
MynbmucpokanbHoz2o amepockieposa PI'BHY «HayuHo-
uccnedosamenbCKuli UHCMUMYm KOMNAEKCHbIX npobnem
cepOeyHo-cocyoucmblx 3abonesanutl», pay aHecmesuon02-
pearumamonoe I'Y3 KO «Kemepogckuli obnacmHoil
KAUHUYecKull kapouono2uuecKutl OuCnaHcep UMeHU akademuxa
JI.C. Bapbapawia», accucmedm Kageopbl mpasmamono2uu ¢
KypcoMm peaHumayuu, MeOuyuHckol peabuiumayuu u ¢pusuueckoll
Kyibmypbl PI'EOY BO «Kemepogckuli 20cy0apcmeeHHbil
MeduyuHcKuli yHusepcumem» MuHucmepcmea 30pagooXpaHeHust
Poccutickoli ®edepayuu, 2. Kemepogo, Poccusi.

Bki1ao 8 cmamblo: 8binosHeHue ceaHcos agepesa, yuacmue 8
Hanucamuu cmamou, peOdKmMupoeaxue mekcma cmambu.
ORCID: 0000-0002-2654-2727

Acmadyypoea Osnecs DdyapdosHa, cmydeHmKa 5-20

Kypca neuebHoz2o pakyibmema @I'BEOY BO «Cubupckuii
20cyoapcmeeHHblItl MeOUYuHCKutl yHueepcumem» MuHucmepcmea
30pagooxpaHerusi Poccutickoti edepayuu, MeOuyuHcKas

cecmpa I'BY3 KO «Kemepogckull obnacmHoli KauHuyecKuti
Kapouono2uueckuli oucnaicep uMeHu akademuka

JI.C. Bapbapauwia», 2. Kemepogo, Poccus.

Bkaao 6 cmamblo: yuacmue 8 cmamucmuueckoli obpabomxke
pe3y1bmamos uccne008aHusl.

Ilykeeuu Jmumputi JleoHudoguu, 00KMop MeOUYUHCKUX

Hayk, 3aeedytowjuli aabopamopueti Kpumu4ecKux cCOCmMosiHull
omoena myabmugokanbHo2o amepockaepo3a PI'EHY «HayuHo-
uccnedogamenbCKull UHCMuUNym KOMNnaeKCHbIX Npobaem
cepdeyHo-cocyoucmblix 3abonesaHuli», npocpeccop kageopni
mpasmamono2uu ¢ Kypcom peaHumayuul, MeouyuHcKol
peaburumayuu u ¢usuueckoti Kyibmypbt PI'EOY BO
«Kemepoeckuli eocydapcmeeHHbIl MeOUuyuHCKuUll yHugepcumenm»
MuHucmepcmea 30pasooxpaneHusi Pocculickoli @edepayuu,

2. Kemepoeo, Poccusi.

Bknao 6 cmambio: oceoeHue memooda JIITH-agepesa,
8bINO/MHEHUe CeaHcos agepesa, HaNUCaHue Yacmu cmamb,
pedakmupogaHue mekcma cmamau.

ORCID: 0000-0001-5708-2463

I'pysdesa Oabza BukmopoeHa, 00Kmop MeOUYUHCKUX HayK,
3asedyroujas nabopamopueli uccnedogaHuli comeocmasa omoena
OuaeHOCMuKu cepoeuHo-cocyoucmnix 3abonesearuil ®I'GHY
«HayuHo-uccaedoeamenbCcKuti UHCMUmMym KOMn/AeKCHbIX
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npobnem cepdeyHo-cocyoucmbix 3abonegaHuli», doyeHm
Kagedpbi meduyuHckoil buoxumuu PI'EOY BO «Kemeposckuii
20cydapcmeeHHbiti MeduyuHcKull yHueepcumem» MuHucmepcmea
30pasooxpareHusi Poccuiickoli @edepayuu, 2. Kemeposo, Poccusi.
Bxkaaod ¢ cmambio: 8binosHeHue 1a60pamopHbix UCCAe008aHUL,
Hanucaxue yacmu cmamau, pedaKMuposaHue mekcma cmamal.
ORCID: 0000-0002-7780-829X
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