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Aocmparxm

Cemetinbie eunepxonecmepuremuu (CI) npedcmaenarom coboli 2pynmny eHemuseckux oegperxnos, npusolll
OAUUX K BBIDANCCHHOMY NOBLIUCHUIO KOHUCHMPAUUL X0IeCMEPUHA 6 KPOBU UL NOBBLULEHHOM) PUCKY parIl]
He20 Pa3eUumua uemuseckoti 6onesnu cepoya. CI' 6xooum 6 wucio Haubonee pacnpocmpareHmvix epoxclll
OCHMHBIX MEMAOONMUMECKUX Hapyulerul. /na 00Cmuicenus 3a0antoz2o cHuxcerus xonecmepuna JAIIHIT na
50% u bonee HeobxoouUMa azpeccusran mepanus, Hanpaenrertans Ha CHudXcerue YpoeHa aunuoos. Ipu nalll
aununy 60n6roix CIT Opyeux ¢parmopos pucka modxicem nompebosamaocs ymeHsueHue xonecmepura Il T
00 eue bosee HU3K020 3a0arnH020 YPoeHa. Hecmomps Ha PacnpocmparHeHHoCH s 31mo20 3a0601e6aHUsA 1 OOLLT
CMYNHOCb 3P PEKIMUBHBIX ME0008 Jererus, CI” 4acmo ocmaemcs HeouazHoCmupoSanHol u neaewerlll
HOIL, 0coberHO )y demetl. Hedocmamouno sgpgexmusnoie ouazHocmura u aeverue CI° ceuoemenscmeyom
0 HEOOX0OUMOCIIU CYULECINECHHO20 YAYHULCHUL UHPOPMUPOBAHHOCINUL U NOHUMAHU 31020 3A00IC6AHUA,
Kax 8 obujecmee, max u cPeou MeOUUUHCKUX PAbOMHUKOE. B 00KyMenme cooepircamca pexomeHoamuuu 1o
npoeeoeruro ckpurunza, ouazrocmurxu uneverus CI'y oemell u 63pocnvix, paspabomartsie 2pynnoti IKCLl
nepmoes no cemetiHoti eunepaunudemun npu HauuoHansHot aunuoroti accovuavuu CIIA. JlarnHoe cooouelll
HUe CO0ePICUNT KOHKPEMHbLE KAUHUYECKUe UHCPYKUUL 0215 8paveli nepsurrnoii meourxolbarnumaproti nolll
MOUU U CREUUATIUCINOE 110 JUNUOAM C UETBIO YAYHIUeHU 86e0eHUs 60mbHbEX CI 1 CHUNCeHUA NOBbIULEHHO20
Y Hux pucka UBC.

Kmoueente cnoea: cemetinas zunepxonecmepuremuss; peyenmop JIIHII; agepes; Kackaorblil CKPUHUHe;
2emeposuzomd; 20MO3U20MA.
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BcrynneHune

CemelHble runepxonectepuHemmnn (CI) npegcras-
naoT cobor rpynny reHeTuYecknx AehekTos, NpuBso-
AKX K BblPaKeHHOMY MOBbILLEHUIO KOHLIEHTPALIMMN
XOmnecTepuHa B KpoBKW. XoTs paHee TepMuH CIT mcnones-
30BaNny UCKMOYMTENBHO N8 0603Ha4YeHUs gedekToB
peuentopa JIMHM (JIMHM-P), B HacToALLEM JOKYMEH-
Te ByaeT Ucnonb3oBaTbCst Oonee WMpoKoe onpeaene-
HWe, oTpaalollee OTKpbITWe OedeKToB, 3aTparmsa-
IOLLMX TeHbl anonunonpoTtemrHa (Ano) B, cydtmnmsm-
Ha /KeKCMHa NponpoTerHKoHBepTasbl Tvna 9 (PCSK9)
N Apyrux 0ehekTos, KOTOPbIe BbI3bIBAIOT TAXENYIO M-

nepxonecTepruHEMMIO 1 MOBBILLIAIOT PUCK PAHHETO Pa3-
BUTUSA MLLIEMMYeCcKoM bonesHm cepaua (MBC). Y 6onb-
HbIX, reTepo3nroTHbIx No CI (HacnedyoLLMX reHeTnYe-
CKWIN aedeKT OT OAHOro 13 POAUTENeN), KOHLEHTPa-
LMK ODLLero xonectepuHa, Kak MpaBuio, COoCTaBnsi-
toT ot 350 fo 550Mr /a1, a y roMO3UroTHbIX 6ONbHBIX
(HacnenytoLWMX reHeTMHeCkne fedekTbl OT 06oMX po-
autenen) — ot 650 o 1000 mr/an. CI BXOAMT B 4mC-
no Hamnbornee PacnNpPOCTPaHEHHbBIX BPOXAEHHbIX MeTa-
Donuyeckmx HapyLleHuin. Bo MHOrmMx nonynaumsx re-
Tepo3uroTHas ¢opMa BCTpeyvaeTcs Npubnmn3nTensHo
y ogHoro 13 300-500 4enosek. foMO3UroTHasa dop-
Ma BCTpeyaeTcst 4OCTaTOYHO Pefko, NPUOAN3UTENbHO

I ATEPOCKNEPO3 M AMICAINAEMUAN



y 113 1000000 yenosek. Mockonbky CI" obycnosne-
Ha reHeTn4eckMm OedeKkToM, rmnepxonectepuHemMms
NPUCYTCTBYET C OETCKOrO BO3PacTa v NPMBOONT K PaH-
Hemy pa3suTuio MBC. OcobeHHoe BHUMaHWE Bbi3blBa-
0T roM0o3U1roThbl Mo Cl, y KOTOPbIX TAXECTb rnepxone-
cTepuHeMnn 0ObIMHO MPUBOAUT K TSXENOMY aTepo-
CKNEepO3y W Aaxe NaTonornn cepaevHo-cocyamcTon
CUCTEMbI B JETCKOM M MOAPOCTKOBOM BO3pacTe.

[na [OCTVXEeHNs 334aHHOMO CHUXXEHMA Xonecre-
puHa JIMHM Ha 50 % 1 Gonee HeobxognMma arpec-
CYBHAs Tepanuns, HanpaBfieHHas Ha CHUKEHWE yPOB-
HA MMNAoB. Mpu Hanudum y GonbHbix CT Apyrnx dak-
TOPOB PUCKa MOXET NoTpeboBaThCsH YMEHbLLEHNE XO-
nectepuna JIMHM go elle 6onee HU3KOrO 3adaHHOMO
YPOBHS. B mononHeHme K cobniodeHuio AeTbl 1 13-
MeHeHMIo 06pa3a XM3HM, CyLLeCTBYIOT 3thdeKkTUBHbIE
1 ©e3onacHble MeToAbl MEAVMKAMEHTO3HOMO NeYveHus,
BKJTIIOYalOLLME CTaTWHbI 1 ApYyrve rmnoavnuagemMmye-
CKue cpeacTsa, a Takxe adepes JIMHIM (meTon yoa-
nenus JIMHI v gpyrix Ano B-4actui, 13 KpoBu). He-
CMOTPS Ha LUMPOKYI PacnpOCTPaHEHHOCTb 3TOMO 3a-
DoneBaHWs U OOCTYNMHOCTb 3DAEKTUBHBIX METOA0B
nedeHunst, CI yacTto ocCTaeTcs HeaAMarHoCTUPOBAHHOWM
1 HenevyeHHow, ocobeHHo y feten. COrnacHo HeKoTo-
pbIM oleHkaMm, CI anarHoctMpoBaHa nNpubnmnsnTens-
HO'y 20 % BorbHbIX, 1 NWLLIb O4eHb HEMHOTUM U3 HUX
NPOBOANTCS HaAeXallee nevyeHue.

HepocratouHo 3ekTVBHbIE AMArHOCTUKA U ne-
yeHue CI CBUOETENbCTBYIOT O HEODXOOMMOCTU CyLLe-
CTBEHHOTO YNYYLLIEHNS MHPOPMUPOBAHHOCTU U MOHU-
MaHus 3Toro 3aboneBaHns, Kak B 00LLECTBe, TaK U Cpe-
OV MeANUMHCKNX paboTHUKOB. LleHTpanbHoe mecTo
B OOy4YeHMM 3aHMMAET MOHMMAaHME BaXXHOCTU CKPU-
HWHra B ETCKOM BO3PacTe 1 KaCKafgHOro CKPUHWHIA Ha
cofepXaHue NMNMO0B Y POACTBEHHMKOB DonbHbIX CI
B maHHOM LOKyMeHTe npefncraBieHbl pekoMeHaaumm
MO NPOBeOEHUIO CKPUHWHIA, ONArHOCTUKU U TeHeH s
Cl'y neTen 1 B3pocibix (B TOM HMCIe, KEHLLMH C CO-
XPaHEeHHOW PenpoayKTUBHOW CMOCODHOCTLIO U Bepe-
MEeHHbIX XeHLLIMH), pa3paboTaHHble rpynmnor skcnep-
TOB MO CEMENHOW runepnunuaemMmm npm HaumoHans-
Howm nunnagHon accoumaumm CLUA. JlaHHoe coobLue-
HME COOAEPXWUT KOHKPETHbIE KIMHUYECKME WHCTPYK-
LU1M NS Bpayer NnepBMYHOM MeAMKO-CaHUTapHOW Mo-
MOLLM U CNeLManCToB Mo NUNUAAM C LeSblo yy4Lue-
HUA BegeHns 6onbHbIX CI U CHUXKEHWS MOBbILLEHHOTO
y HUx pucka NBC. [1-5]

1. OnpepeneHue, pacnpoCcTpPaHEeHHOCTb,
reHeTukKa, gNarHoCTukKa u CKPUHUHIr

1.1. OnpeneneHue

ceMeNHbIX rmnepxonectepuHeMnmn

1.1.1. CemelHble rmnepxonectepmHemun (CI)
npeacTaBnsaioT cobor rpynny reHeTudecknx aedek-
TOB, MPUBOAALLMX K BblPa>KeHHOMY MOBbILLIEHUIO KOH-
LeHTpaLMm XonecTepmHa B KPOBU.

1.1.2. B uenax OaHHoOro QokymeHta, tTepMuH CI
MPUMEHSETCS MO OTHOLUEHWMIO K ayTOCOMHbIM LOMMU-
HaHTHbIM (DOPMaM TXKENOW MMenpxonecTepuHeMmm,

eCN He yKazaHo MHade. OgHako MPUYUHbLI Hacnen-
CTBEHHOrO BbICOKOrO COAEPXXaHWs XOonecTepuHa He
OorpaHMYMBalOTCS @yTOCOMHOM AOMUHAHTHOM CI.

1.2. PacnpocrtpaHeHHocTb CI' n puck, cBs3aH-

Hbin c CI

1.2.1. C y4eTOM TOro, Y4TO BO MHOMMX MOMYAALMAX
CI crpagaet 1 13 300-500 yenosek, CI aBnsercs ofa-
HUM 13 Hanboree pacnpoCcTPaHeHHbIX CEPbEe3HbIX re-
HETUYECKNX HapyLUEHNI.

1.2.2. B Hactosuwee Bpemsa B CLLUA npoxuvBaer
npnbnnsmTensHo 620 000 6onbHbIX CI

1.2.3. Ins 6onbHbIX ¢ HeneveHHow CI puck paHHe-
ro pa3sutusa MBC noBbiweH NpubnmnsntensHo 20-Kkpart-
HO, MO CPABHEHMIO C PUCKOM 715t OOLLIEV MOMYNALMN.

1.2.4. NpwubnusmtensHo 1 13 1 000 000 4eno-
BeK AB/IAETCS rOMO3UIOTOM WM COCTaBHOM reTepo3n-
roton no Mytaumm peuentopa JIMHM 1 cTtpapaet mc-
KIIOYUTENBHO TAXENOW rmnepxonectepuHeMmen, Ko-
TOpasi B OTCYTCTBUE fledeHUs ObICTPO NPUBOIMUT K aTe-
POCKIIEPO3y.

1.2.5. B HekoTopbIx nonynsumsx (Hanpumep, Ka-
HagLeB (PpaHLy3CKOro MPOUCXOXAEHUS U XUTeneu
tOxHOM  AdpUKM  TONNAHACKOTO  MPONCXOXAEHNSA)
pacnpoctpaHeHHocTb CIT moxeT gocturath 1:100.

1.3. leHeTnka CI

1.3.1. B Hactosilee BpeMs M3BECTHble MPUYKHbI
CI" BK/IIOHAIOT MyTaLMK FeHOB, KOAUPYIOLLMX peLenTo-
pbl JINMHM (LDLR; JIMHM-P), AnoB (APOB), nnu cyb-
TUIIM3NHAE /KEKCMHA MPOMNPOTEMHKOHBEPTa3bl T1na 9
(PCSK9).

1.3.2. V3BectHo Gonee 1600 myTaumi reHa LDLR,
Bbi3biBaloLMx CI, U 3TUMU MyTaUMsMN 0ByCrnoBneHo
npnbnnsmTensHo 85%-90% Bcex cnyyaes CI.

1.3.3. B CeBepHO-eBPOMNENCKMX NONYAALMAX HAN-
Donee pacnpoCcTpaHEHHOW MPUYMHOW runepxonecrte-
PUHEMUMN, BbI3BaHHOM MyTalMen reHa APOB, asns-
etca myTaums Arg3500GIn reHa APOB, koTtopown o0y-
cnoseHo o1 5% a0 10% cnydaes CI (B gpyrvx nony-
NALUNAX BCTPEYAETCS PedKo).

1.3.4. MyTtaumamu, B pesysibrate KOTOPbIX MPOAYKT
3KCNPEeCccn MyTaHTHoro reHa PCSK9 nprobpeTaeT Ho-
Bble 1 natoiornyeckme yHKUMN, B OONbLUNHCTBE UC-
CnefoBaHU BbINo BbI3BaHO MeHee 5% cryyaes CT.

1.4. CKpUHUHT,

HanpaeB/eHHbIN Ha BbisiBNeHune CT

1.4.1. PekoMeHOyeTCs NMPOBOAUTbL CKPUHWHI, Ha-

NpaBfeHHbIN Ha BbISBIEHME MOBbILIEHHOMO Cofep>Ka-
HWS XonecTepuHa. Y naumeHTa cneayet npeanonoXnTb
CI' B Tex cnyvaax, Korga npm OTCYyTCTBUM fIeHeHUS 13-
MepeHHOoe HaToLLaK cogepxaHue xonecrtepuHa-JIrHr
Unu xosnectepurHa-He-JIMBI cooTBeTCTBYET YyKa3aH-
HbIM YPOBHSIM MU MPEBbLILLAET UX:

+ Bspocnble (ctapuie 20 neT): cogepxaHune
xonecrepuHa-JIMHM >190 mr/on vnn
xonecrepuHa-He-JIMBIM >220 mr/on;

« [letn, nogpoCTkm 1 MOMoAble
coeplueHHoseTHWe (Monoxe 20 neT):
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cofepxxaHwue xonecrepuHa-JINMHM >160Mr/on
nnu xonecrepuHa-He-JIMBr >190mr/an.

1.4.2. Y BCEX NUL, C TaKUMW pe3yJibTaTaMu onpe-
JeneHns xonectepuHa cnenyet cobpaTb CemelHbIN
aHaMHe3, T.e. OaHHble O BbICOKOM COLAEPXAHWUWN XO-
nectepuHa 1 3aboneBaHWsX cephua y Onvxamwmx
POOCTBEHHWKOB (MepBON CTeneHu poacTsa). Ans nu,
C TUNepxonecTepmuHeMmen UM paHHUM pPasBUTUEM
MNBC (Havano 3aboneBaHns y My>4H Monoxe 55 neT
N XKeHLLIMH MonoxXe 65 fieT) B CeMeMHOM aHaMHese
puck CI noBbILLEH.

1.4.3. lns geten C NOBbILLEHHbIM COAEpPXKaHU-
eM XonecTeprHa UM paHHUM BO3HUKHOBEHMEM Ma-
TONOrMW CepAEeYHO-COCYANCTON CUCTEMbI B aHaMHe3e
peLleHme O CKPUHUHIE Ha COLEp>XKaHMe xonectepuHa
cnepyet NPUHMMATL y>Ke MO OOCTUXEHUN UMW 2 -eT-
Hero Bo3pacta. CKPUHWHI JofxkeH ObiTb nMpoBeaeH
BCEM NMuam, gocturwimm 20 neT.

1.4.4. XOoTa nepedvnciieHHble Huxe pesynsrathl
du3nkanbHoro obcneqoBaHNs OOHAPYXMBAKOTCH He
y Bcex 6onbHbix CI, Ons npakTUKyloWero Bpada Takue
[OaHHble ABNAOTCA Cepbe3HbIM OCHOBAaHWEM A1 TOro,
4TOObI NpPennonoXunts y naumenta CI 1 onpeaenntb
cofilepaHne HeoOXOOMMbIX NMapameTpoB NUMUOHOIO
cnekTpa, ecnu Takme OaHHble OTCYTCTBYIOT:

+  KcaHTOMbI cyxoxunus B obom Bo3pacre
(Yalle BCero BCTpeYatoTcs B aX1nioBoM
CYXOXKUNNU U CYXOXKMINSAX MblLLLbI-
pa3rmbatens nanbla, HoO MOryT 3aTParnBaTh
TakKe CYXOXWUIINA KOMeHa 1 TpuLenca).

* JlvnouaHasa gyra poroBuubl y naumeHTa
Monoxe 45 ner.

+  Tybepo3Hble KCAHTOMbI UM KCaHTeNla3ma
y naumeHTa monoxe 20-25 ner. Mpwn
YKa3aHHbIX Bbllle KOHLEHTpaumax
xonecrepuHa-JINHIN sepoatHocTe CI npu
NpoBedeHUN CKPUHMHIa 00LLIen nonynaumm
cocTaBnsieT NpnbnmantensHo 80 %. YkasaHHble
HVXKe KOHLeHTpauumu xonectepuHa-JIrnHri
ABNAAIOTCA 419 KIMHNYECKOTO Bpaya Cepbe3HbIM
OCHOBaHwWeM af1a paccmotpeHus CI s
KayecTBe AmarHo3a 1 cbopa AONONHUTENBHON
MHOPMaLIMKM O POACTBEHHUKAX:

+ CopepxaHue xonecrepuHa-JINMHMN 2250 mr/on
y naumeHTa mosnoxe 30 nert;

+ CopepxaHue xonecrepuHa-JIMHMN 2220 mr/on
y naumeHTa B Bo3pacrte 20-29 ner;

+ CopepxaHue xonecrepuHa-JINMHMN 2190 mr/on
y naumeHTa monoxe 20 fer.

1.5. AnarHocTtuka

1.5.1. B ceMeHOM aHaMHe3e 0COOEeHHO BaXKHO OT-
METUTb BO3PacCT, C KOTOPOTro naumeHT ctpagaet NBC.

1.5.2. ®wusmkanbHble cumntoMbl CI mMano4yys-
CTBUTESTbHbI, HO MOTYT ObITb [AOCTAaTO4HO Crneumduy-
HbIMU. [1ns TOro 4T00Obl OOHAPYXMTb KCAHTOMbI CYXO-
XUNUS CnefyeT BbINOMHUTL TLLATENbHYIO Nanbnaumio
(He orpaHN4MBasCb OCMOTPOM) axmoBa CyXOXMus
N CYyXOXWIUM MblWL-pa3rnbatenen nanbues. Jlvno-
NIHas ayra poroBuLibl (4acTMYHAs UM NOMHas) yka-

3biBaet Ha CIl, ecin naupeHT monoxe 45 net. Hu KcaH-
TenasMa, Hun Tybepo3Has KCaHTOMa He ABNSIOTCS crell-
ndunyHbiMK ana CI, HO e OHK 0BHapPYXXMBAIOTCS
y MOJIOO0ro naumeHTa, cJieflyeT y4mTbIBaTb BO3MOX-
HocTb CI. BaXXHO OTMETUTb, YTO OTCYTCTBME KaKOro-
b0 13 NepeyncneHHbix daHHbIX GU3nKanbHOro 0b-
cnefoBaHMA He UckitodaeT Hanndmg CIy naymeHTa.

1.5.3. ns hopManbHOM KNMHNYECKOM AMarHOCTA -
k1 CI' MOXeT BbITb NCMONIb30BaH OAMH N3 HECKONbKUX
Habopos kpuTepnes (NposegeHHoe B CLLA nccneno-
BaHWe MEDPED — «[1poBefurte paHHIOI ANArHOCTUKY,
4TOObI NPEAOTBPATUTL PaHHIOD CMepTb», [onnaHackas
CeTb KIMHMK MO NeYeHMIO NUNNOHbIX HapyLLIeHUN, Pe-
ectp Canmana-bpyma). Crneayet OTMETUTb, YTO KOH-
LeHTpauumn xonecrepuHa-JINMHI BapbupyloT B 3aBU-
CUMOCTW OT BO3pacTa.

1.5.4. KnuHunyeckum amarHos CI Hambonee Bepos-
TeH Npu 0BHapPY>XeHUW OBYX Unu bonee PoACTBEHHU-
KOB MepBOW CTeneHu PoACTBa C NMOBbILLIEHHbIM CoAep-
XaHWeM xonecTepuHa, NonafalolivM B YKa3aHHbIN
VIHTEPBASI; NPV BbISBEHUWN MOBbILLEHHOMO COAEPXa-
HWUS XonecTepuHa y OeTen B ceMbe; U B Clydae 0bHa-
PY>XEHWS KCAHTOMbI CyXOXUNWA Yy NauUMeHTa Unv ero
OnmM3Koro poacTBeHHMKA.

1.5.5. lMocse Toro kak B cemMbe AMarHoCTMpoBaHa
CI, ona ngeHtndrkaumm opyrmx 41eHoB ceMbm, CTpa-
JaloWnx 3TMM 3aboneBaHWeM, MOTYT MPUMEHATbCS
Heckonbko 6oree HU3KME KOHTPOSbHbIE KOHLEHTPA-
umn xonecrepuHa-JIMHII.

1.5.6. 2nmn3oamyeckun y naumeHToB ¢ CI oTMevaeT-
CS1 MOBbILWEHHOE COoAEepPXaHMe TPUMULEPUAOB, MpU-
4YeM MOBbILEHHOE COAEpPXaHMe TPUMMMLEPVAOB He
nckmovaet amarHosa CIL

1.6. leHeTM4YeCKUN CKPUHWUHT

1.6.1. TeHeTn4eckMn CKpUHUHE Ha CI, B Llenom, He
ABNAETCA HEOOXOAVMbIM ON19 ONATHOCTUKU UMK Neve-
HWUS NauMeHTa, HO MOXeT ObITb MoMe3eH NpK Heomnpe-
neneHHOM amarHose.

1.6.2. ng HeKOoTopbIX NauMeHTOB WMOEHTUMUKA-
umMst MyTaumm, BbizeasLen Cl, MOXET Cy>XWTb AOMNOM-
HUTENTbHOW MOTUBaLMeN ANs NpoBeaeHns Heobxoam-
MOTO NeYeHus.

1.6.3. OTpuuaTENbHbIN pe3ynbTaT reHeTn4ecko-
ro Tecta He nckniodaet CI, nockonbky nNpubnmM3nTens-
Ho ¥ 20% NaLMeHTOB C KNNMHMYecKn onpedeneHHomn Cr
MYyTaLMU He 0BHAPYXXMBAIOTCS, HECMOTPS Ha TLLATENb-
HbI MOMCK C NCMOMb30BaHNEM COBPEMEHHbIX METO/IOB.

1.7. KackagHbIV CKPUHUHT

1.7.1. KackagHbI CKPUHWHE BKJIOYAET onpefene-
HMEe COOEepXKaHWs NMUNMAOB y BCEX ONMXaANLWINX PoOf-
CTBEHHMKOB (nepBon cTeneHn pPoacTa) OOMbHbIX
C AmarHoctmpoBaHHow CI.

1.7.2. 1o Mepe NpoBeLeHNsA KaCKaLHOrO CKPUHWH-
ra BbIfBASIOTCSH HOBble ciydaun Cl, Ans poaCTBEHHUKOB
KOTOpbIX Takke cClieflyeT pacCMOTPETh Lienecoobpas-
HOCTb CKPUHUHTa.

1.7.3. KackagHbI CKPUHUHT — Havbornee Leneco-
0bpasHbI cnocob obHapyxeHUs GoMbHbIX C paHee

I ATEPOCKNEPO3 U AMCAVINMAEMUN



He AuarHoctmpoBaHHoW CI, KOTOPbIN TakxXe ABAETCS
3KOHOMMYECKM LenecoobpasHbiM C TOYKM 3peHust 3a-
TpaT Ha rof, COXpaHeHHOW XW3HW. B nonynsaumm B Le-
NTOM, C TOHKM 3peHMs 3aTpaT Ha rof, COXPaHEHHOM XN3-
HW, CTOIb Xe 3(PheKTUBEH CKPUHWHT B MOMYNSLMN MO-
nofapIx nofen (Monoxe 16 neT), Npu yCroBUN Ha3Ha-
YEHWS TUNONUMUAEMUYECKON TePANMM BCEM MaLMEH-
Tam C naeHtnuumposarHHom Cl.

2. PekomeHpaLnmn No nevyeHmnio B3pocibiX

2.1. ObocHOBaHMe nevyeHUs

2.1.1. Ona nuu ¢ CI B Te4eHMe BCEM XN3HU CyLLe-
CTBYeT 04eHb BblcokMM puck MBC 1 o4eHb BbICOKMN
pucK paHHero Havana NBC.

2.1.2. PaHHee Havano neyeHUs SBMSETCA KpanHe
OnaronpusatHbIM.  [lonrocpoyHas MeOmMKaMeHTO3Has
Tepanus No3BONAET CyLLECTBEHHO CHU3NTb MOXM3HEH-
HbI prck MBC, 0OyCcnoBRNeHHbIN reHETUHECKUM Hapy -
LUeHMEM, U CHM3UTL Y BonbHbIX ¢ CT YacToTy Hexena-
TeNbHbIX CODLITUN, cBA3aHHbIX ¢ UBC.

2.1.3. bonbHble CI" HyXXOat0TCA B NIeYeHNU B Teye-
HWe BCeWM XXW3HW W PerynsipHOM MNOCneaylowemM Ha-
ononeHnn.

2.2. JleyeHune

2.2.1. Hdem wn B3podSible C COAEpXaHMeM
xonecrepuHa-JIMHM 2190 09=yri/Tmr/an [vnun
xonecrepuHa-He-JIMBM>220Mr/an] nocne nsmexe-
HUsA 0Opasa XU3HU HYXOATCA B MEAMKAMEHTO3HON
Tepanuu.

2.2.2. NledyeHme B3pocnbix (ctapue 20 neT) 60onb-
HbIX CI OOMKHO ObITb HamMpPaBieHO Ha CHUXXEHKWe Co-
aep>xaHus xonecrepurHa-JIMHIM Ha 250%.

2.2.3. B kayecTBe CTapTOBOM Tepanuu B3pOCSIbIM
OonbHbIM CI' cneyeT HazHa4YUTb CTaTUHbI.

2.3. "HTeHcMBHagA MepgnKaMeHTO3Has Tepanus

2.3.1. BONbHbLIM C MOBLIWEHHBLIM PUCKOM MOXET
noTpeboBaThCs MHTEHCUPUUMPOBATL MEANKAMEHTO3-
HYIO Tepanuio Ans AOCTUXeHUs Donee CyLeCTBEHHbIX
Lenen (CHMXeHWa comepxaHus xonectepuHa-JINHM
[0 yposHa <190 mr/an v xonecreprHa-He-JIMBIM po
ypoBHs <130 mr/an).

2.3.2. NosbiweHHbIM puck NBC y GonbHbIx CI MO-
eT ObITb 00yCnoBneH NobbiM 13 CleayoLLMX hakTo-
POB: HanM4MeM KnuHu4ecku seHou MBC nnu gpyroro
aTepPOCKIIEPOTUHECKOTO CephedYHO-COCYANCTOro 3abo-
neBaHusA, caxapHoro amabeta, VMBC ¢ o4eHb paHHNM
Ha4anoM B ceMenHoM aHamHese (<45 feT y My>XHnH
1 <55 neT y XeHLLUMH), KypeHue B HacToslLLee Bpems,
Hannune aByx unu 6onee akropos pucka NBC n Bbl-
Cokoe cofiep>kaHne nunonpotenHa (a) > 50 mr/an no
OAHHbBIM HEYYBCTBUTENBHOIO K M30POPMaM aHanmsa.

2.3.3. B cnyyae otcytctBuMs y OonbHbIX CI' nepe-
YUCSIEHHBIX BbIWE XapakTepuUCTUK BOMPOC 00 UH-
TeHCMPUKaLMM MeOMKAaMEHTO3HOW Tepanuu MOXeT
ObITb PAaCCMOTPEH, eI cofepXaHne xonectepuHa-
JINHM coxpaHsieTcs Ha ypoBHe 2160 mr/aon (mnu
xonecrepvHa-He-JIMBM >190 mr/an), nnbo npn He-

BO3MOXHOCTM JOCTUYb Ha4afibHOMO CHUXKEHMS Coaep-
XaHua xonectepuHa-JINMHIM Ha 50%.

2.3.4. B uenax MHTeHcumKaLmmy Tepanmm nnv npu
neveHnn 6OJbHBIX C HEMEePEHOCUMOCTbLIO CTAaTVMHOB Lie-
Nnecoobpa3Ho HazHaYNTh 33eTeMMO, HMALMH W Npena-
paTbl, CNOCOOCTBYIOLLME BbIBEAEHMIO XENYHbIX KUCIIOT.

2.3.5. Oxngaemyio Nosib3y Ha3Ha4YeHHOW NauneH-
Ty KOMOUHMPOBAHHOW NEeKapCTBEHHOW Tepanun cne-
LYeT COMOCTaBMTb C MOBbILEHMEM CTOMMOCTU Jleye-
HUSA, NOTeHUMaNbHbIMU NOOOYHBIMU 3ddhekTaMm Ta-
KOV Tepanunn 1 yxyaleHneM cobniofeHns naumeHTom
pexrMa 1 CxeMbl ieYeHns.

2.4. Heobxoaumo

3HEepPruy4yHoO yCTpaHATb (hakTopbl pUCcKa

2.4.1. OAnsa 6onbHbix CI' 1 NpeacTaButenen obLlen
nonynsaumMmM akTopbl prUcka OAMHAKOBLI U TpebytoT
3HEPrUYHOro YCTpaHeHus, Npu 3ToM 0coboe BHMMa-
HWe cnefyeT yaenuTb 0TKasy OT KypeHus.

2.4.2. HeobxoOonmmo noa4epkHYTb BaXXHOCTb pery-
NAPHOW OBUraTeNnbHOM akTUBHOCTM, 300POBOMO NUTa-
HWSt U KOHTPOMS Haf, Maccon Tena.

2.4.3. HeobxoOmMMo NpoBOAUTL fledeHue, Harnpas-
NIEHHOE Ha CHWXEHME apTepuanbHOro AasieHus 4o
yposHsi <140/90 Mm pT. cT. (B CJly4ae caxapHoro am-
abeta — 1o ypoBHs <130/80 MM pT. CT.). JInuam C Bbl-
cokumMm puckoM VIBC mnn mnHcynsta crienyer paccMmo-
TPEeTb LieN1ecoobpasHOCTb NprUemMa HU3KMX A03 acnu-
pvHa (75-81) mr/cyTkn.

2.5. He cnenyet ncnonb3oBaTtb anropuTmMbl

cTpaTtndunkaummn pmcka

2.5.1. Prck MBC nosbliweH ang scex 6onbHbix Cr.
Hu oanH 13 TPaaMLUMNOHHBIX METOOOB OLEHKM pUCKa
He no3BonseT paccinTaTtb 10-netHUK puck NBC ang
OonbHbIx CI. Mo3ToMy oLeHKy 10-neTHero p1cka npo-
BOAWNTb HE PEKOMEHAYETCS.

2.5.2. Bcem GonbHbiM CI' HeobGXoAMMO yOenuTb
BHUMaHMe 00pa3y XU3HU.

2.6. PelneHue Bonpoca o HarnpasfeHnu nauu-

eHTa K nunuaonory

2.6.1. Ecin KoHueHTpauuio xonectepuHa-JIMNHI
He yOaeTca CHM3UTb Ha 250% wnu mauyeHT OTHO-
CUTCS K Fpynne BbICOKOrO p1cka, LienecoobpasHo pe-
LWMTb BOMPOC O HaMpaBfeHUM NauyeHTa K IMnmnaonory
C OMbITOM NeveHns 6onbHbIx CI.

2.6.2. Jlnuam ¢ CI' cnenyeTt NpeanoXmTb NpoBe-
CTW KackagHoe TeCcTMpoBaHMe POACTBEHHUKOB NEPBON
cTeneHun.

3. Bonpocbl BeaeHUs neamnaTpnyeckmx
nauueHToB

3.1. CKpUHUHr

3.1.1. Ans BbisBneHus Bcex aeten ¢ CI B Bo3pac-
Te 9-11 neT pekoMeHOyeTCs MPOBOAUTL BCEODLLMM
CKPUHVHT, BKJlOYaloWM  onpegeneHe nunuaHoro
CMeKTpa HaTOWAK UMM M3MepeHVe xonecreprHa-He-
JINBIM nocne npmuema nuwm. B 3ToM Bo3pacte MOXHO
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MASHTUPUUMPOBATL MaLMEHTOB Ha CTaguu MOTeHUM-
aNlbHOMO BO3HWKHOBEHMS NMPOrpeccmpytoLLero atepo-
CKepo3sa.

3.1.2. Ecnwm nocne npriemMa N KOHLEHTpaLMmn
xonecrepuHa-He-JIMBI npesbiwatot 145 mr/on, cne-
LyeT onpenenuTb MMAUAHbLIN CNeKTP HaTOLLak.

3.1.3. MNpn Hanu4um Cnyyaes rrnepxonecrepuHe-
MUM NN paHHero Havana MbC B ceMeHOM aHaMHe-
3e, UnK Npyv Hann4mm Opyrx BaXKHbIX pakTtopos pu-
cka MBC CKpUHUHT CriedyeT NPOBOAMTbL paHblie (no-
cne JOCTUKEHMA 2-NIeTHero Bo3pacra).

3.1.4. Npentndukaumsa CIy nuy, ¢ ApyrmuMm Bax-
HbIMW  pakTopamun pucka MBC mnmeer kputmnyeckoe
3HavyeHue 4nd cTpatndurkaumm pucka.

3.1.5. HeobxoanMo BbIMOMHUTL OLIEHKY BO3MOX-
HbIX AOMOMHUTENbHBIX MPUYMH AUCIMAvaemMnn (no-
CPefCcTBOM aHanmM3a aHamHe3a, du3KkanbHoro ob-
CefoBaHWsA, TMPOBEAEHNS onpeaenieHHbIX Nabopa-
TOPHbIX NCCIeNoBaHUA). [ONONHUTENbHbIE MPUYA-
Hbl BK/TIOYAIOT MMNOTUPE03, HehPOTUHECKUI CUHOPOM
1 3ab0neBaHVs NevyeHn.

3.2. lnarHocTnKa

3.2.1. Tlp M3MEepPeHUN HaTOLLaK KOHLLEHTpaLnm
ImMnNyugos, nossongwowme npegnonoxute CIy ge-
Telr, NOAPOCTKOB M COBEPLUEHHONETHUX NOAEN MO-
noxe 20 neT, He nonyYaloLmx Jie4eHns, COCTaBNaoT
>160 mr/an (xonecrepun-JIMHM) v >190 mr/on
(xonectepuH-He-JIMBIT). 3T 3Ha4YeHWs NOATBEPXAA-
IOTCS CCNeAoBaHUSAMM C yHacTreM cemen 6onbHbIx CT.

3.2.2. BTopoe onpefeneHne NMUNUOHOrO Cnekrpa
cnenyeT BbINONHUTL ANS TOro, Y4Tobbl OLEHUTb peak-
LMIO NauveHTa Ha U3MeHeHMe XapakTepa NMuUTaHug v
TOYHO KJIAaCCUMPULMPOBATL NaLMEHTOB C COLEPXaHM-
eM NMNaoB, BIV3KNM K KNaccUdUKaLNOHHbIM NOpo-
rOBbIM 3HA4YEeHUAM.

3.3. lunuponorun

3.3.1. OTBETCTBEHHOCTb 33 CKPUHUHI U AMArHO-
CTUKY AOMKHa OblTb BO3/I0XKEHA Ha Bpadver nepBuy-
HOW MeAMKO-CaHUTapHOW NOMOLLM.

3.3.2. Ans neyeHuns peten ¢ CI pekoMerayeTcs
KOHCyNbTaLuma Unu HanpasnexHue K nunugonory. K ne-
ONATPUHECKUM  CNeLManUCTaM-nnmnngonoraMm OTHO-
CATCA LEeTCKMe KapAmomnoru, SHOOKPWUHOMOMM v apy-
rve MeguUMHCKMe CneLmanmncTbl, npolweaLuve cneum-
anbHoe obyyeHve nunuponorun. B Hactosllee Bpe-
Mf MPVYIMEHEHVE TMNONUNNEAEMUYECKX NPenapaTos,
B OOJbLUWHCTBE ClyHaeB, He BXOAMT B MOATOTOBKY Me-
OMNaTPOB.

3.3.3. JleyeHne roMo3mrotHbix bonbHbIx CI Bcerna
LOIKEH MPOBOANTbL CMELMANNCT-NNMNLONOT.

3.4. OueHKa pucKa cepaeyYHO-COCyAUCTbIX

OCNTOXKHEHUN

3.4.1. NMpuHUMNManbHOe 3Ha4YeHWe MeeT BCeCTo-
POHHAS OLleHKa pucka 1 nedeHune NBC [Bkioyasa n3me-
peHne codepxanus nunonpotenHa (a)]. Mpucytcreme
MHOMo4YUCTIeHHbIX hakTopoBs pucka NBEC conpoBoxaa-
€TCS PE3KNM YCKOPEHWEM Pa3BUTHS aTePOCKIEPO3a.

3.4.2. lepBnyHan npodunakinka, BKIIOYaOLLAA
KOHCYJSIbTMPOBaHMe, HarnpaBleHHOe Ha NpefoTBpaLLe-
HWe Pa3BUTUS pucka (OTKas OT KypeHus, AMeTa C H13-
KUM COLEp>XaHWEM HaCbILLEHHbIX XUPOB, Haafiexa-
Las KanopUMHOCTb MULLM W perynapHas dursmyeckas
aKTWMBHOCTb, CMocobCTBytoOLLas NpodunakTnke caxap-
Horo AmabeTta) ABNAETCA BaXKHbIM KOMMOHEHTOM Jleve-
HWs ©onbHbIx CT.

3.5. JleueHue peten

3.5.1. [Npu neveHnmn geten nocne nepexoqa Ha am-
eTy U peLleHns Bonpoca O hm3M4eCckon akTUBHOCTA
B Ka4eCTBe CTapTOBOro (PapMaKOoNormM4eckoro neyeHms
Hanbonee NpPeanoYTUTENbHLIMW ABMSIOTCS CTaTUHbI.

3.5.2. Cnepyer CTpeMmUTbCA K Hadany neveHwus
B BO3pacte 8 net wunu crapule. B otaenbHbIX Cnyya-
AX, Hanpumep, npu romo3surotHown CI, MOXeT noTpe-
DoBaTbCs HavaThb NeveHne B Honee paHHeM Bo3pacTe.

3.5.3. KnnHun4eckre mnccnefoBaHua Co cpefHe-
CPOYHOM MPOAOIKUTENBHOCTBIO MOCeAYIOLEro Ha-
fnogeHns cBMOeTeNnbCTBYOT 00 3dhdeKkTMBHOCTA
1 6e30MacHOCTU NMPUMEHEHNS CTAaTUHOB B JIeYeHUN
neten.

3.5.4. lenb runonunuaeMmyeckon Tepanumn ae-
Term ¢ CI 3aK/IO4aeTCs B CHUXKEHUM COAEpKaHWS
xonecrepuHa-J1MHM 6onee Yem Ha 50% Mnn [0 ypoB-
Hs Hvxe 130 mr/an. Mpw nevennn CI'y petent Heob-
XOOMMO HaWTK ONTMMaJIbHOEe COYETaHWE MeXIy yBe-
JIMYEHWEM [,03, CONPOBOXAAIOLLMMCH NOTEHLMANBbHbI -
MU NOOOYHbIMM 3hhekTaMu, C OAHOW CTOPOHbI, U 10-
CTUXKEHWEM LieNeBbIX 3HAYEHWUN, C OPYron CTOPOHBI.
B neveHmm naumeHToB C 4OMONHUTENbHBIMU hakTopa-
MU pucka NBC cnenyeT ycTaHaBnmMBaTb bonee xectkue
LenieBble 3Ha4eHua xonectepmHa-JIrHIl.

3.6. Tomo3uroTHasa CI

3.6.1. Mpn romosurotHon CI Ha4ano neveHuns
B paHHEeM BO3pacTe U MNOCTOAHHbIN MOHUTOPWHT MMe-
0T XXM3HEHHO BaXXHOE 3Ha4YeHue.

3.6.2. [Insi HEKOTOPbIX FOMO3UTOTHBIX 60sbHBIX CT
MOTIYT OKa3aTtbCA 3PPEKTUBHLIMU BbICOKME [03bl CTa-
TWUHOB, HO DOMbLUMHCTBO BONbHBIX HY>XAalOTCA B ade-
pe3e JIMNHI. B HeKkoTopbIX KIMHMKaxX Tak>Kke NPOBOANT-
CA TPAHCMaHTaUWA NeYeHU.

3.6.3. HoBbIM METO4OM fle4eHus ABNAETCA reHHas
Tepanus, KoTopas MoXeT ObITb 0COOEHHO MOoMe3HOoM
019 TOMO3UIOTHbIX 601bHbIX CI.

4. Bonpocbl neyeHns B3pocnbixX

4.1. N3meHeHne ob6pasa XXN3HU
4.1.1. NaupeHTtam ¢ CI HeobxoaMMa KOHCYNLTaLMS
MO BOMPOCaM M3MeHeHWst 00pa3Lia XMU3HW.
®  TepaneBTnyeckue n3MeHeHUs 0bpasa XXMU3HU
1 BCMIOMOTaTeNbHble Mepbl B 001aCTV NMUTaHWS
+  CHWXeHHOoe NnoTpebieHne HacbIWEeHHbIX XNPOB
1 xonecrepuHa: OOLLee cofepkaHme XMPOB
B NoTpebnseMor KanopumHOCTU AONKHO
cocTaBnAath 25-35%; copepkaHme HacbILLEeHHbIX
KUPHbIX KUCTOT <7 % OT noTpebnsemon

I ATEPOCKNEPO3 U AMCAVINMAEMUN



KanoOpUMHOCTW; COAEP>KaHME XOonecTepmnHa

nuLLesoro npoucxoxaerna <200 mr/cyTku.

* [lpnMeHeHVe pacTUTENbHbIX CTOXHbIX 3PUPOB

CTaHoMa Unn crepona: 2r/cyTku.

+ [loTpebneHne pacTBOPUMOM KIETHaTKM

10-20 r/cyTku.
= Du3nyeckas akTMBHOCTb U NOTpebrsemas
KanopuIMHOCTb AOMKHbI 0becnevnBaTh 4OCTUXEHNE
1 nogaep>kaHue 300pOBOM Macchl Tena.
= OrpaHunyenue notpebneHns ankorons.
®  HacroatenbHaa pekoMeHAaLUmMs oTkasa oT
ynoTpebneHns TabayuHbIx N3genun.

4.1.2. HeobxoOmMmo nooLpsTb Bpaden 3a Hanpas-
neHue BoJbHbIX K 3apPernmcTpUpPOBaHHbIM AUETONOraM
VNN APYTMM KBaNnMMULMPOBAHHbBIM CMELManncTtamM no
BOMPOCaM MUTaHWS ANs NPOBeAeHNs NULLEBOW Tepa-
nmn.

4.2. MegukameHTO3Hoe neyeHue CI'

4.2.1. Mpw nedeHnmn B3pocnbIx HGonbHbix CI cTap-
TOBas Tepanus BKITIOYAET NPUMEHEHME CPEeOHNX UK
BbICOKMX [,03 BbICOKOAKTMBHbIX CTaTUHOB, J03Y KOTO-
PbIX MOAOMPAIOT TakMM 0DPa30M, HTOObI LOCTUYb CHU-
XeHus cofepxaHusa xonectepuHa-JINMHIT Ha 50% no
CPaBHEHMIO C UCXOAHbIM YpoBHeM. [ns ©onbHbIx ¢ CI
NPUMEHEHMEe CTaTUHOB C HU3KOM akKTMBHOCTbIO, Kak
NPaBUIo, OKa3bIBAETCA HELOCTATOHHbIM.

4.2.2. TIpy HENEPEHOCKMOCTW CTaTUHA, Ha3HaYeH-
HOrO B KayecTBe CTapTOBOW Tepanuu, CliefyeT peLmnTb
BOMPOC O Nnepexofe Ha afnbTepHATMBHBIA CTaTUH UK
NPUMEHEHME CTaTUHOB Yepes AeHb.

4.2.3. Tlpy NpOTMBOMOKa3aHUAX K MPOBELEHMIO
CTapTOBOW Tepanum CTaTMHAMK UAU NIOXOM NepeHo-
CMMOCTW TaKOW Tepanum, MOXET OblTb PACCMOTPEH BO-
NpOC O LenecoobpasHOCTU NpUMeHEHUs 33eTMmOa,
npenapaToB, CNOCODCTBYIOLLMX BbIBEAEHMIO XENYHbIX
Kucnot (Konecesenam), Unv HAALMHA.

4.2.4. bONbWMHCTBY MaLMEHTOB, KOTOPbIM Hefb3A
NPUMEHSATL CTaTWH, NoTpebyeTcsi KOMOUHNPOBAHHas
MeOMKaMEeHTO3Has Tepanus.

4.3. [lononHUTenbHble BOMPOCHI e4YeHns

4.3.1. Ecnv B neveHumn BoNbHOIo He CTaBUTCS Liefb
CHUXeHUA xonectepuHa-JINMHI MakcrMaribHO BO3-
MOXHOW M NepeHOCMOM J030M CTaThHa, CledyeT Ha-
3HAYUTb KOMOMHMPOBAHHYIO Tepanmio, BKIIIOYAIOLLLYIO
33eTUMMD, HMALMH UK NPenapart, CnocobCTBYIOLLNM
BbIBEAEHMIO XENYHbIX KUCNOT (NpeanodTuTensHO Ko-
necesenam).

4.3.2. BbibOp [OOMNONHUTENbHBIX JIEKAPCTBEHHbIX
KOMOWHAaLMN JONMXeH OCHOBbIBATLCS HA OLIEHKe COo-
NyTCTBYIOLWMX hakTOPOB pMCKa MUOMATUM, COMYTCTBY-
loLLen Tepanun, Hanu4YumM Opyrix 3aboneBaHum 1 Ha-
pYLLEHWI YPOBHSA NUMNUO0B.

4.4. Kangupatbl Ha npoBegeHue ajpepesa

JINHN

4.4.1. Adepes JIMHI aBnserca MeTOAOM, OLO-
OpeHHbIM YnpasneHvem CLUA no Hag3opy Hag kade-
CTBOM MnLLEBbLIX MPOAYKTOB, KOCMETNYHeCKMNX Cpeacrs

n MegmkameHtos (FDA) ong neyeHwms OOMbHbIX, He
ABNALNXCH KaHAWMAATaMM Ha NpoBeAeHMe MeamKa-
MEHTO3HOM Tepanuu, HamnpaBfieHHOW Ha CHUXeHWe
xonectepuHa-JIMHM unn 6onbHbIX, Y KOTOPbIX UMEIOT-
Cs cMMTOMaTUYeCKme 3a0oneBaHNs.

4.4.2. BONbHbLIM, Yy KOTOPbIX MOCNe 6-MeCAYHOro
neYyeHUss He OTMeYaeTca afekBaTHOW peakLMm Ha Me-
OMKaMEHTO3HYIO Tepanmio B MakC1MasnbHO NepeHocu -
MbIX 003ax, Moka3aHo nposefeHue adepesa JIMHI
B COOTBETCTBUM CO Cefy oMM UHCTPYKLMSMN:

*  DyHKUMOHANIBHO rOMO3UIoTHble BonbHble CI
C cofepxxanmem xonecrepuHa-JIrnHN 2300 mr/on
(nnn xonectepuH-He-JIMBI >330mMr/an).

«  DyHKUNOHANBHO reTepo3unroTHble 6onbHble CI

C coflep>xanmem xonecrepuHa-JIrnHM 2300 mr/

an (unm xonecrepuH-He-J1MBM >330wmr/on)

N Hann4nem He bonee YeM 1 dakTopa prcka.

*  DyHKUMOHANIBHO reTepo3nroTHble DoMbHbIe

CI c cogepxxaHvnem xonecrepuHa-JIMHI

>200mr/on (unm xonecrepuH-He-J1MBT1

>230Mr/on), NnpyHagnexalie K rpynne

BbICOKOIO pUCKa, T.e. C 2 hakTopaMm pucka Uim

BbICOKMM CofepsKaHmeM nunonpotenHa (a)

250 Mr/on, onpefeneHHbIM Mpu UCNoNb30BaHWM

HeYyBCTBUTENBHOIO K M30hopMam aHanms3a.

*  DYHKUMOHAIBHO reTepo3nroTHble DoMnbHbIe

CI c cogep>xaHvem xonecrepuHa-JIMHI

>160mr/on (unm xonecrepuH-He-J1MBT1

>190Mr/on), NnpyHagnexalie K rpynne

04eHb BbICOKOIO pUcKa (60MbHbIE XPOHNHECKOM

VBC, opyrmmMmm ceppe4Ho-CcoCyancTbiMim

3aboneBaHMAMM UMK CaxapHbIM AMabeTom).

4.5. HanpaBneHus

Ha npoBepeHue acdepesa JIMHIM

4.5.1. MeguumHckme pPabOTHUKM [OONXKHbI Ha-
npaBnATL KaHOMOATOB Ha NpoBefeHue adpepesa JIMHI
B CEPTUMULMPOBAHHbIE KIMHWKW. TakXe BO3MOXHO
CaMOCTOATENBHOE NOCeLLeHMe NaLMEHTaMM STUX KITK-
HUK. CNNCOK KITMHKK, CepTUDNLIMPOBAHHBIX 414 MPO-
BefeHVA apepesa JIMHI, HaxoanTca B npoLecce pas-
paboTkM 1 OymeT pa3MelleH Ha canTe HaumoHanbHoOM
nunuaHon accoumaumm (www.lipid.org).

4.6. )XeHLWNHbI C COXpPaHEeHHOW penpoayKTUB-

HOW CMOCOBHOCTbIO

4.6.1. XeHwmHbl ¢ CI' nepen GepeMeHHOCTbIO
OOMKHbI MONYYUTh MHCTPYKLUMM MO OTMEHe Jle4eHus
CTaTUHAMM, 33eTUMMOOM U HMALMHOM He no3fHee,
4yeM 3a 4 Hedenv Ao NpekpaLLeHNs NpefoXpPaHeHms ot
OepeMeHHOCTN U He O0MKHbI MPUMEHSTh 3TW Nekap-
CTBEHHble NpenapaTsbl B nepuom 6epeMeHHOCTU U Nak-
Taumun.

4.6.2. PekoMeHOyeTCA NpoBefeHMe KOHCYIbTaumm
nevyallero Bpada no BONpocam AafbHenLlero npume-
HeHUA APYrvX rMnonnMnUAaeMMUYeckKMX NpenapaTos.

4.6.3. B cnydae HesannaHMpoBaHHOM bepeMeHHo-
CTW XeHLWmHe ¢ CI cnefyet HeMeLIeHHO NpepBaThb Jie-
YyeHue CTaTMHaMM, 33eTUMUOOM U HMALIMHOM U CPOY-
HO MPOKOHCYNBETMPOBATLCS C NIeYallMM BPa4oOM.
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4.7. MeTopabl neyeHusa

B Nepuopg 6epemMeHHOCTN

4.7.1. CTaTuHbI, 33eTUMUO N HMALMH NPOTUBOMO-
Ka3aHbl OepeMeHHbIM XeHLMHaM. MoxeT BbITb pac-
CMOTPEH BOMPOC O LeN1IecoobpasHOCTL NPUMEHEHWS
OPYrvX mNonuMnuoeMmnyeckimx npenapatos (Hanpu-
Mep, KoneceBenama) nof, HabnofeHMeM nevallero
Bpaya.

4.7.2. TIpU HanmM4mn 3HA4YMMOrO aTepoCKSIepo-
33 UM ecnn nauMeHTKa SBASETCS FOMO3MIoTon Mo
ClI' cnepyet pelwnTs BOMNPOC O NpoBefeHnn adepesa
JINHM B nepuop 6epemMeHHOCTL.

4.8. CNoXHble B le4eHNU NnauueHTbl

4.8.1. ECnn npuMeHeHne Opyrux MeToLoB feye-
HWS OKa3bIBAETCA HEAOCTAaTOUYHbIM, B0 BonbHoM ¢ CT
He nepeHocuT hapmakoTepanmio unm adepes JIMHI,
MOMyT OblTb WCMONb30BaHbl APyrie MeTodbl Jeye-
HWS, BKIOYas LIYHTUPOBAaHME MNOAB3AOLIHOM KMLL-
K1 1 TpaHcnnaHTaumio nedeHn (oba metoga Mcnosb-
3YI0TCS PedKo) W1, NOTEHLUMANBHO, HOBbIE NeKapCTBEH-
Hble MpenapaTbl, KOTopble pa3pabaTbiBalOTCA B HACTO-
Alee Bpemsi.

5. Mpo6nembl B GyayLiem, rocysapcrBeHHas
NONUTUKN M OCBEOMIIEHHOCTb O6LLLeCTBa

5.1. CKpUHWHr

5.1.1. lNpoBefeHne CKPUHWHIA AeTer Ha runep-
XONeCTEPUHEMMIO U Hayano neveHns OonbHbIx ¢ CI
N TSXXENOW runepxonectepyHeMuen sBnsetcs obs-
3aHHOCTbIO BCEX COTPYAHWKOB MEPBUMYHOM MeAMKO-
CaHWTapPHOW MNOMOLLM 1 KOMMETEHTHbIX CMEeLNanmMCTOB.

5.2. Cneuvannctbl B 0611acTy nIUNUO0Norum

5.2.1. bonbHbIX CI' ¢ HEMepPeHOCUMOCTbIO CTapTo-
BOW Tepanunu cTaTHaMm 1 OOMbHbIX, Y KOTOPbIX HE Ha-
OnoaaeTCs [OCTaTOHHOW peakLMmn Ha Takylo Tepanuio,
cnefyet HanpasATh K CeuuanncTy -nunuaonory.

5.2.2. detam ¢ CI' pekOMeHOyeTCs KOHCYNbLTaLms
cneumanucTa-nUNUOoNora Unu HanpasneHne K Tako-
My CNeLmanmcry.

5.2.3. TlaumeHTOB, KOTOPble ABMAIOTCA KaHOWAA-
TaMW Ha NpoBefeHne Doree NHTEHCUBHOW Tepanuu,
1N NaUMEHTOB C paHHUM Hadanom WMBC B cemenHoMm
aHamMHe3e (paHee 45 neT y MyX4uH 1 paHee 55 net
Yy XKEHLLMH) Takxe CreayeT HanpaBnsTb K TMAMO0NOTY.

5.3. CtpaxoBas MegUuLUHa

5.3.1. Ons naumeHToB ¢ CI' B Te4eHMe BCEW XU3-
HW CyLLLEeCTBYET BbICOKMI PUCK aTepoCkepoTU4eckmx
CepheyHo-COCyANCTbIX 3a00NeBaHNM, U OHN HyX[a-
IOTCS B HaAexallen Tepanuu.

5.3.2. CtpaxoBas MeOMLMHa OOSIKHA MOKPbIBAThL
Pacxofbl Ha HayanbHbIA CKPUHWHE, CTapTOBYIO Tepa-
N0 HaANeXalWMMY TeKapCTBEHHbIMI MpenapatamMu
1 KOHTPOSb 33 peakLMen Ha NneveHue.

5.3.3. CtpaxoBas MefVLMHa LOMKHA MOKPbLIBaThL
PaCcXobl Ha HaAeXallLme NekapCTBEHHbIE Mpenaparsl,
BKJTI04as! BbICOKOAKTUBHBIE CTAaTUHbI 1 KOMOVMHUPOBAH-
HytO runonunuaeMmyeckyto Tepanmio. CtpaxoBas Me-
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OVLMHA TakKe AOMKHA PacnpoCTpaHaTbCA Ha apyrve
NeKapCcTBEeHHbIE NpenapaThbl 1 KOMOWMHNPOBAHHYIO Te-
panuio NaLWeHTOB C HEMEPEHOCUMOCTbIO CTaTUHOB.

5.3.4. CrpaxoBasa mMefduLMHa OOMXKHA MOKPbIBaTb

pacxofpl Ha acdepes JIMHM u reHeTyeckoe obcneno-
BaHWe, eCi NpUMeHeHne 3TMX MeTo40B HeO6XO,EI,I/IMO.

5.4. OcBenoOMIeHHOCTb ODLLECTBa U NMOCTaBLUMKOB

MeOVUMHCKNX yCIyT.

5.4.1. CnegyeT UCMNOMb30BaThb pPa3HOObpPa3Hble Me-

ToAbl ANS nponaranibl paHHer AMarHoCTUKK U Npo-
punaktvkn CI, npodurnaktnkn v nedeHmns VIbC.

5.4.2. Heobxoanmo mnoBbIWaTh MHDOPMUPOBAH-

HOCTb MOCTaBLUMKOB MEAULIMHCKUX YCNyr Mocpea-
CTBOM ODy4eHMUs MX Ha BCEX YPOBHSX, MOCPenCTBOM
NapTHEPCKMX OTHOLLEHMI C NPOdeCCNOHaNbHbIMK Op-
raHM3aUMAMN, MECTHbIMU, HaLMOHANbHBbIMU N MeX-
OYHAaPOAHbIMU OpraHaMMu.

5.5. OTBeTCTBEHHOCTb 3a Oby4eHune
5.5.1. Cuctembl 30paBoOXpaHeHus, OonbHULbI,

KOMMaHMKM No ynpasnexHuio hapmaLeBTUYecKnMMmM no-
COBUISIMM 1 CTPaxoBble KOMMAaHUK OOMXHbI CNocob-
CTBOBaTb ODy4eHMIO MaLUMEHTOB 1 MOCTaBLUMKOB Me-
OVUMHCKNX YCIyT.

5.5.2. TpaBuTeNbCTBEHHbIE OpraHu3auum 1 gpy-

rme BbICOKOMOCTaB/EHHbIE OOMMKHOCTHbIE UL LOSIXK-
Hbl 0ObEAVHUTbL YCUNNS, HanpaBNeHHble Ha NpoBeae-
HUe CKPUHWHIa U nedveHuns CIL

5.6. Heobxo0aMMOCTb Hay4HbIX UCCeoBaHUN.
5.6.1. Huxe nepedncnieHbl BOMPOChI, UMetoLLme

oTHolweHue K CI, Ans oTBeTa Ha KOTopble HeoOXoANMbI
JanbHeurLne NccnefoBaHus:

MpenapaTtbl, obecneyrBatoLLmMe ONONHUTENbHOE
CHUXXEHUE KOHLeHTpaumn xonecrepuHa-JIMHI;
Cnocobbl, cTmynupytoLme cobiofeHne pexmnma
JIeYEHUS 1 OUTENBHOE NIeYeHue;

PeHTabernbHble METObl FEHETUYECKOrO CKPUHHTA;
dopmMMpoBaHMe NpPaBUIbLHOMO NOBEAEHUS
oonbHbIx CI;

AHanm3 skoHoMUYeckom 3hheKTUBHOCTU
Pa3NNYHbIX NOAXOA0B K CKPUHUHIY U NNEYEHWIO;
AHanm3 skoHoMUYeckom 3hheKTUBHOCTU
NpenMyLLECTB MHTEHCMBHOW Tepanuu;,
[Honrocpo4Hoe nocnegytollee HabnogeHne

3a bonbHbIMK CT, BKIIOYaloLee HabmoaeHne

3a 06e30MacHOCTbIO AONTOCPOHHON Tepanum
rMAONUNVAEMUYECKMI MpenapaTamu,
Pasnun4me MeTabonama neKkapcTBeHHbIX
npenapaToB B 3aBMCMMOCTM OT Nona, 3THUYECKOM
NPWHaOIEXHOCTN 1 BO3PacCTa;

OtnaneHHble GnaronpusaTHble 3hdekTbl
KOMOWHUPOBAHHOW Tepani B OTHOLLEHUU
CcepaeyHO-CoCyaMCTON CUCTEMBI,

JNeyvenune CI B nepuof bepeMeHHOCTH;
MexaHM3Mbl 1 YyCTPaHEHME HEMEPEHOCUMOCTH
CTaTUHOB;

be3onacHoCTb 1 3 HEKTVBHOCTb MULLLEBbLIX
000aBOK 1 BCMOMOraTenbHbIX MULLIEBbLIX
NPOAYKTOB A CHUXXEHUS COAeP>XKaHUS
xonectepuHa JIMHI,

I ATEPOCKNEPO3 U AMCAVINMAEMUN



«  MeToabl, CnocobcTBYOUME COBNOAEHNIO
pPeKOMeHAALMM 1 NHCTPYKLMI NOCTaBLLMKAMM
MeOULIMHCKUX YCIIyT.

5.7. ®uHaHcupoBaHue

5.7.1. ®uHaHCMpOBaHNe 0bpa3oBaTeNlbHOM N UC-
CNlef0BaTeNbCkON  AeATeNbHOCTU  AOMKHO  OCyLLecT-
BNATbCA M3 MHOMoOYMCcneHHbIX MCTOYHWMKOB, BKJIlOYadA
npaBuUTENbCTBEHHbIE, MPOMEeCccroHalbHble, KOMMep-
Yyeckme MeauLMHCKMe 1 hapMaleBTUYeCKne accoum-
aunn, HaCtHble MCTOYHUKKN CpI/IHaHCl/IpOBaHl/IFl.

3akKsoyeHve
CeMenHas rmnepxonectepyHeMmsa — ClIOXHOe, HO
nopfalolleecs neveHuio 3aboneeaHue. Bpadam nep-

BWYHOW MEAMKO-CaHUTAPHOM MOMOLLM AOMKHO ObITh
N3BECTHO O CBOEW KIIOYEBOM PONM B pPaHHEM 006-

Cnucox aumepamyput.

Hapy>xeHun 1 nedveHnn CI' m o JOCTYNHOCTM AOMON-
HUTENbHOW MOJAEPXKN N PYKOBOACTBA CO CTOPOHBI
CNeumanmcToB-NmnmLoNoroB, KOTopble MPOLIN WH-
TEHCUBHYIO MOATOTOBKY B Cpepe fleveHns HapyLLeHui
B cofepXaHuu nnunnaos. OCHOBHbIE 3/IEMEHTbI KOH-
Tpons Hah CI BKIIOYAIOT CHUXEHME KOHLEHTPaLLMM XO-
nectepuHa JIMHI, yctpaHeHWe OOoNOofHUTENBHbIX akK-
TopoB pucka MBC, Takmx Kak MoBbllleHHOe apTepu-
anbHoe [aBrieHne 1 KypeHue, CTUMynsaums cobniope-
HMA CXeMbl AJINTENILHOMO NIeYeHNs, BKITIOHAIOLWErO 13-
MeHeHne obpasa Xm3Hu 1 dapmakoTepanuio. Ckpu-
HUHI POLCTBEHHWMKOB NEpBOW CTeneHu, BKoYas bpa-
TbEB, CecTep, POAaMTenen v aeten naumentos Cl, cno-
coDCTBYeT paHHEMY OOHapyXeHWio U nedeHunio. Jon-
rocpoYHas Tepanus 6onbHbIX CI 3HAYNTENTBHO CHUXa-
€T UMW yCTpaHseT N30bITOYHbIM PUCK BO3HUKHOBEHNS
NBC, coxpaHaoWMncs B Te4eHne BCen Xm3Hu 6onb-
HOrO, CHUXXas TeM CamMbIM PUCK B 0BLLEeN nonynsaumm.
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