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MNnepaunonpoTtenaemus(a)

Yactumua J1n(a)

MHapKT
MUOKapAa

MHcynbT Tpomb6o3

JlnnonpoTtena(a) — 4YTo Mbl 3HaeM cerogHa?

B JIn(a) yyacTByeT B Npoueccax: aTeporeHesa,
Tpomb603a 1 BocnaneHus

B YposeHb JIn(a) reHeTUYECKN AeTepPMUHUPOBaAH

® [unepnunonpotengemna(a) —Jin(a) = 30 mr/gn

MoBbiweHHbIM ypoBeHb JIn(a) asnaeTca
He3aBMCUMbIM (haKTOPOM pUCKa
BO3HWUKHOBeHUA 1 passutna CC3

Ha ceropgHAaWwWHWM aeHb:

A®EPE3 NMNONPOTENOO0B
OB30P BO3MOMHOCTEM C MPOAYKLIMEN HM® MOKAPL,

Mepudepn- CreHos3 Okknto3ng
Yeckni apTepuanbHOro LWYyHTOB Nocne
aTepoCKepos KnanaHa AKLL

B ATeporeHHbIN NnoTeHumMan Yactuubl J1n(a)
B 6 pa3 Bblwe, YeM y YacTuubl JIHI

B PekoMeHAoOBaHO onpenenuTb ypoBeHb JIn(a)
Nno MeHblel Mepe 1 pa3s B XKU3HU Y KaXK[0ro
yenoseka!

B HeT AoCTynHbIX NEKAaPCTBEHHbIX CPEACTB 3PPEKTUBHO CHUIXKAKOLWMX YpoBeHb JIn(a)

B Acdepes nnnonpotenaoB 6e3anbrepHaTUBHbLIN MeTog neveHua Mneplin(a)

A®EPE3 TMNONPOTENAOB

OB30P BO3MOXHOCTEW C MPOAYKLMEM HM® NOKAPA,

CeMeitHas runepxonectepmHemus (CrXC)

MeTa-aHanu3 19 nccnepoBaHuin
1:250 (95% CL: o1 1:192 pno 1:345)

CWA
1:250

OnpepeneHHbIn Unn
BEPOSATHLIN KpUTEPUA
ANArHOCTUKU CeMenHOon

runepxonectepuHeMmnun

DLCN
ApreHTuHa:
~1:152

Kputepun DLCN

Oanua:
oo 1:137*/1:217**

*OnpepeneHHbli LY BEPOATHbBIV KpUTEpUn
ANArHOCTUKM ceMeliHol runepxonectepuHemun DLCN

**Ha oCHOBaHUM pacnNpoOCTPaHEHHOCTH

VW3BECTHOI MyTauuu, Bbi3blBaloWel CeEMeiHyo

rmnepxonecrtepmHeMuto

FepmMaHua:
1:278* [ 1:295**

*OnpepeneHHbl Y BEPOATHbIN
KpUTEpUii AMarHOCTUKN ceMenHon
runepxonectepuHemum DLCN
**Kputepun MEDPED

Hupepnauabi:
PaccunTaHo Ha ocHOBaHUK
flaHHbIX O PACNPOCTPAHEHHOCTH
rOMO3UrOTHOI ceMeliHOW
runepxonectepuHeMun

UcnaHua:
~1:300

Mpepnonaraemasn
pacnpocTpaHeHHOCTb

Anropuntm nevenuma CI XC:

NTanua:
1:526

DuHnangna:
no MeHblwewn Mepe 1:600

OCHOBAHO Ha reHOTUNMNOBAHMMN Hanbonee YacTbix
MyTauWit peuenTopoB IMMNONPOTENHOB HU3KOM
nnoTHocTn B QUHASHAUK

Monbuwa:
1:247

OnpepneneHHbI AN BEPOATHLIN
KPUTEpPU AMArHOCTUKKN CeMetHo i
runepxonectepuHemun DLCN

N3paunb:

1:355

Kputepun MEDPED
KuTtan:
1:323

FeTepo3uroTHasn
crxc

OnpegeneHHbI nan
BEPOATHbIN KpUTEPUI

OnpepeneHHbl Uan
BEPOSITHLIN KpUTEPUA
ONarHOCTUKKU CeMelHOoMn

Moaudukauyua

Avnarvos o6pasa MU3HU, rMno-
crxcx nunnpaemuveckan

Tepanua

ypoBHen OXC

foMo3uroTHana
crxc

* OXC > 7.5 Mmmonb/n nnu XC-JIHM > 4.9 MMonb/n + oTArowéHHbIM aHaMHes. [MyTaumm reHa LDLR, APOB-100 nnun PCSK9]

AnoHua:
1:208

Kputepuu,
onpepeneHHble
B UcCnefoBaHUK
cemeiHol

AUArHOCTUKM CeMeNHOM runepxonectepuHemMun
rmnepxosecrepuHeMumn rmnepxonecrepuHeMmnn
DLCN DLCN
ABcTpanus:
1:353
OnpepeneHHbl Uau
BEPOATHbIN KpUTEPUiA
ANArHOCTUKMN ceMeliHon
runepxonecTepuHeMmn
DLCN
Makc. posa
cTaTuUHOB +unr.
PCSK9
n/vnn 3zeTumnb
e/lb nevYeHnd— AOCTUXXeHne
LL a ADEPE3
M noagaepxaHne ueneBbix NUNONPOTEMAOB
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Adepes nmnonporenaos

A®EPE3 NTMNOMNPOTENAOB

OB30P BO3MOXHOCTEM C MPOAYKLMEN HN® MOKAPL,

Adepes nunonpotenpos — Lipoprotein apheresis — rpynna cenekTUBHbIX METOA,0B
3KCTpaKoprnopanbHOW FreMOKoppeKLnM, obecnedymBatonx 3peKTUBHOE yaaneHne N3 KPoeu

aTeporeHHbIX annonpoTennos.
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The German Lipoprotein Apheresis Registry
Summary of the ninth annual report 2012-2020

HaHHble 60nee 47 500 npoueayp acdepesa
nunonpotenagos y 2028 nauneHtos
13 89 ueHTpos adpepesa 3a 7 netr

MNauneHTbI C TAXKENOW rMnepxonecTepmHeMmei:
CI'XC [37%] w/vinu Tunep/n(a) [63%)]
c nporpeccupytowmm ACC3

\/pOBeHb CHNXXEeHUNA aTeporeHHbIX
MNoONpPoTeNaoB 3a Npoueaypy — He MeHee 65%

CHU>KeHMe KOPOHapPHbIX U HEKOPOHAPHbIX
CO6bITMl7I y>e B nepBbiX rog nocne Havyana
adpepesa nunonpoTtenaos 6onee yuem Ha 70%
1 50%, cOOTBETCTBEHHO

YacToTa HexkenaTtenbHbIX aBneHnin - 5%
(B OCHOBHOM CBfA3aHbl C NYHKLUWEN)

KnuHunyeckne pekoMmeHaauumn. NokasaHusa K adpepesy amnonporeuaoB

MokasaHus Knacc YposeHb
fomMo3uroTHaa popma CIMXC — abconoTHoEe NoKasaHue I A
leTepo3unrotHaa opma CIXC, Taxkenoe TedeHne. HepocTaTouHbI adhdheKT | A
OT MegMKaMeHTO3HOW Tepanuu; HemepeHOCUMOCTb JIEKAPCTBEHHbIX NpenanapaToB

Opyrve popma 'XC, pedhpakTepHble K MaKCUManbHOMN | C
MeOMKaMeHTO3HOoM Tepanun y 6onbHbix ¢ MBC

MMnepnunonpotengemunsa (a) (> 60 mr/ gn) y 6onbHbix ¢ IBC, | B
0CO0H6EHHO B coYeTaHUU € pedhpaKTopHoOM K Tepanuu [TXC

PedpaktepHan k Tepanmun 'XC y 601bHbIX, MEpeHeCINX peBaCKyNapmU3aLnto lla C
C Luenblo NpefoTBpPaLLeHNa PECTEHO30B U OKKNO3UI LWYHTOB U CTEHTOB

PedpakTepHaa gucnunnaemMmsa y 6epeMeHHbIX C BbICOKMM PUCKOM

OCNOXXHEHWUM, 0COBEHHO C HacNeacTBEHHOW hopPMON ANUCAUNUAEMUN, I C

runep JIn(a), Bbipa>XeHHOM rnMnepBA3CKOCTbIO KPOBMU

Poccuitckne pekomeHpgaunm HaumoHanbHoro obuiectsa no nsyyeHuto atepockneposa (HOA) n Poccuiickoro kapanonorndeckoro obuectsa (PKO)
«[AnarHoCTUKa N KOpPEeKUMs HapyLWeHNA NMNNMAHOTo 0O6MeHa € uenblo NPOoUNaKTUKKN U nedYeHns aTtepockneposa» VIl nepecmoTp, Mocksa, 2020 rog

A®EPE3 IMNONPOTENOOB 5
0B30P BO3MOXXHOCTEMN C MPOAOYKLIMEM HIM® MOKAPL,

Cuctembl ans adepesa IMNONPoOTEUA0B

1. KackagHasa nnasmodunstpauna (KMNo)

AHTUKOArynsaHT
®pakunoHaTop

fut nnasmbi

Mnasma ‘rl__F
[

Q]

MnasmocenapaTtop

C6poc
dunbrpata

DopMeHHble
31eMeHTbl KpoBK

Kposb QuuueHHan nnasma Q

®paKumoHaTopbl
nnasmbl EVAFLUX™

(SB Kawasumi Laboratories Inc.,
AnoHwusa)

2. CenekTrBHaa nnasmocopbuma

AHTUKOArynaHT \
) Hacoc kposu Twin TexHonorus !
TexHonorus nossonseTt |
nooyepeaHo 1cnonb3osath |
Ka)Kay'o KOJTOHKY B pexkume |
apcopbuunm n pereHepaumm |
(HeorpaHu4eHHbIN 06beM |
o6pabotaHHOM Nnasmbl) |

Mnasma

Hacoc
nnasmbl . J

Mnasmocenapatop

DopMeHHble
SMeMeHTbl KPoBU

Kposb OuueHHada nnasma

Copb6uMOHHaA KONOHKa
NTunonak®

(HN® NOKAPA, Poccus)

KnioyeBble acneKTbl 1e4yeHus:

E [Ipouepnypbl achepesa nunonpoTenaos NpoBoasaTca perynapHo (1 pas B 1-2 Heaenwu), neyermne
NpoAoNXKaeTca HeonpepeneHHo AoNTo

B Kputepuit achpeKTUBHOCTM NpoLeaypbl — CHUXKEHME aTeporeHHblx nunonpoTtengos JIHM u/vunu J1n(a)
Ha 60 n 6onee % 3a npouenypy

B CrpaTervyeckas uenb nevYeHns — 3To AOCTUXKEHME N ANNTENbHOE NoOAAEP)KAHNE OTPULLATENbHOrO
6anaHca xonecTepuHa, NPOABIEHMEM KOTOPOro ABNATCA HU3KMe yposHU OXC
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Nlpyrue nokasaHus K adepesy amnonporenaoB

e XOﬂeCTepI/lH, K COXXaneHuto, He 6onuT

— KoHoBanos l"A.
TvnepTpurnuuepuagemMus

Q Adepes NMNonpoTenaoB — 3TO *KM3HecbeperatLmii XonecTeprHOBbLIN

ABnaeTca o4HOM M3 OCHOBHbIX MPUYMH OCTPOro NaHkpeaTuTa. Ha gonto

@ rMNepTPUrANLEPUAEMMYECKOro NaHKpeaTuTa npuxoauntca Ao 10% Bcex cnyyaes ocTporo AVann3 ana 60/bHbIX C pePPaKTePHbIM HapyLWeHNneM NUNULHOro obMeHa
naHkpeaTuTa. BbicCOKMIN ypoBEHb TPUTrNNLEPULOB NPOBOLMPYET NOBbLILEHWNE YPOBHSA
CcBO6OOHbBIX XUPHbIX KUCNOT U XMTOMUKPOHOB B KPOBU, YTO MOXKET BbI3BaTb ULWIEMUIO TKAHN — Mokposckuin C.H.

I'IOJJ,)KEI'IY[J,O‘-IHO% xXenesbl U BoCnaneHmne OpFaHOB-MMweHEﬁ.

Perpeccua aTepocknepoTmyeckoi 6AaWKN Npu NpoBeaeHUN ANUTENbHOIO Kypca adepesa nMnonpoTenaos
MpuBOAUT K TMNEPBA3KOCTU KPOBU U HAPYLUEHUIO PYHKLUN SHAOTENNA COCYAO0B. (n3 y4yebHuka G.R.Thompson)

BHOCKT BKNag B Pe3UCTEHTHOCTb K aHTUAHIMHANbHOW, aHTUIMNEPNUNUAEMUYECKOM
M aHTUpgmnabeTnyeckom Tepannn.

W@

Mo paHHbIM nccnepgoBaHma ICCE-P® B Hawel cTpaHe ypoBeHb TpUrnnuepuaos 6onee

5 MmMonb/n BcTpeyvaeTca y 1,1% poccuitickoit nonynaumu, cpeaun Hux y 0,2% - 6onee 10 mmons/n.
TaknM o06pa3om, B Hawel cTpaHe He MmeHee 286800 naumMeHTOB MMEIOT IKCTPEMASIbHYIO
rMNeTpuranuepuaemMmio.

YuntbiBas ocobeHHOCTM Tpurnmuepua-6oratoix nunonpotenpos (JTOH, JIMM, XM) n nx
pa3mMep o1 30 po 1200 HM, cpepmn Bcex MeToAo0B acdhepesa NMNONPOTENAOB NPoLEAYpPO
Bblbopa aBnaeTca KackagHaa nnasMocdunstpaumna (KMN®) c vcnonbsosaHneM annapaTtos
Ana nnasMadepesa LeHTPUGYXKHOro TMna.
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NMaHKPEeaTnTa B aHaMHe3e.
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