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Resume

The Guidelines are designed to demonstrate possible approaches to routing patients with hereditary atherogenic lipid
disorders in accordance with existing legal documents. The Guidelines define the stages of medical care of this group
of patients. For each stage the possible types of medical care, conditions of its provision and hospitals, on the basis
of which it can be provided, as well as ways of payment are established. Criteria for the detailed examination of
patients with suspected hereditary atherogenic lipid metabolism are shown. Recommendations reassigned for health

BBepeHue

BonesHn ceppeyHo-COCyAMCTOM CUCTEMBI, B TOM
YMCsle BbI3BaHHbIE aTePOCKSIEPO30M 1 TPOMOO30M,
3aHMMAIOT Befylllee MecTo B CTPYKType CMepTHOCTW
B3POC/IONO HaceneHusa SKOHOMNYECKM Pa3BUTbIX CTPaH
Mupa. OCHOBHOWM BKaf B BbICOKME MOKa3aTenn cep-
JEYHO-COCYAUCTOM CMePTHOCTM B POCCMM BHOCAT MLLe-
Mudeckas bonesHb cepaua (MBC), ocTpble HapyLLeHNs
MO3rOBOro KpOBOODPALLEHNS 1 aTepOCKIepoTUYecKme
3aboneBaHus Nepndepryecknx aptepui. Tak, no aaH-
HbiM Pocctata, B 20141 nokasateflb CMeEPTHOCTU
oT bOonesHen cCUCTEMbl KPOBOODPALLEHUS COCTaBUN
653,7 cny4as Ha 100 TbiC. HaceneHus, 4TO B pasbl
BbILLE, YEM B PA3BUTbLIX CTPAHaX MUpPa.

Pa3BuTMe aTepockiepo3a y NauneHToB B TPYLOCMNO-
cobHom Bo3pacTe (g0 50 feT), Kak NpaBuo, CBA3aHO
C HaCNeCTBEHHbIMM HapYLIEHVSIMMW TUNNOHOO 0bMe-
Ha. [pV reTepo3nroTHbIX Popmax, No AaHHbIM Haumo-
HanbHOro obLIeCTBa aTepocknepo3a, (BCTpedaeMocTb
1:250 4Yen.) KJAMHWYECKU 3HAYMMbINA aTepPOCKIEepPO3
pa3BuMBaeTca B Bo3pacte 30—40 net, a npmv roMo3uroT-
HbIX hopmax (penkie 3aboneBaHVs — BCTPE4aeMOCTb
1-2:1 000000 u4en.)— yxe B BO3pacte 15-20 net.
Xvpypryeckme onepawmm B 3ToM cly4ae, Kak npasu-
110, He MPUBOAAT K CTOMKOMY pe3ysibraTy, aTepoCcKiepos
NpomoskaeT ObICTPO MPOrPeCcCUPOBaTh.

3a pybexoMm JneveHne TakuMx MauMeHTOB MpPouC-
XOAUT B CMELMANN3NPOBAHHbIX JIUMUAHBIX LLEHTPax
(B JloHOoHe nNpu HaceneHun 7,5 MIH 4enoBek Mx He
MeHee 30). B Hallen CTpaHe Takue LIeHTPbI, CNOCODHbIe
Ha COBpPEMEHHOM YPOBHE OKa3blBaTb MeOMLMHCKYIO
nomMolb 6OMbHBIM C HACIEACTBEHHBIMW HapYyLLEHNS -
MW IUMMAHOTO OOMEHa OTCYTCTBYIOT.

DTanbl oka3aHUs MegULUHCKOW MOMOLLU

Oka3zaHune MeOuLUMHCKOM MOMOLM nauueHTam
C HacnedCcTBEHHbIMW aTepOreHHbIMU  HapyLLeHUAMN

care managers, chief-hospital physicians, cardiologists, internists and other physicians.
Keywords: routing patients, inherited atherogenic lipid disorders, procedures and types of medical care.

nnnuaHoro obmera (HAHJTO) BkMto4aeT HeCKONbKo
3Tarnos:
1 3Tan— BbiSBNEHNE MALUMEHTOB, Y KOTOPbIX BO3-
MOXHO Hannimne HAHJIO (CKpUHWHT).
2 3Tan— yrnybneHHoe obcnegoBaHMe NaleH-
TOB C Mopo3peHmeM Ha Hanudne HAHJIO ¢ uenbio
NCKIIOYEHNst  UNW  NOATBEPXAeHMs  3aboneBaHus
(omnarHocTmka).
3 stan— nogbop Tepanun (nedeHne) NauMeHToB
C BbigBNeHHbIM HAHJIO.
4 3Tan— OMCNaHCepHO-AVHaMMYeckoe Habmoae-
HVe 3a naumneHTamu ¢ HAHJ1O — MoHUTOpUHT (oLeHKa
3thDeKTUBHOCTM) Tepanuu.
YrnybneHHoe obcnefoBaHne C LENblo BbisiBIEHUs
HAHJTO BknoyaeT:
*  KIMHUYECKYIO AMArHOCTUKY;
*  NabopPaTOPHYIO ANATHOCTYIKY;
e OMOXMMMYECKYIO;
*  MOJIeKyNAPHO-reHETNYECKYIO;
*  VIHCTPYMEHTanbHY0 ONArHOCTMKY.
Touapa neveHus naumeHtos ¢ HAHJIO BkuovaeT:
* ouery;
e MEeOVKAMEHTO3HYIO TUMONUMOEMNYECKyIo Tepa-
nuo, 1N NPV UX HedOoCTaTOuHOW 3PeKTUBHOCTU
1 MPOrpeccrpoBaHMM aTepoCcKepo3a:

*  VIHBA3WBHYIO TEpPaNuio;

e XMpypruyeckume onepaumm Ha cocymax (aopTo-
KOPOHApHOE LWYHTUPOBaHME 1 ap.);

* MallOVHBA3MBHbIE XMPYypruyeckme ornepauun
Ha cocymax (aHrMonmacTuky, CTeHTUpoBaHme);

e 3KCTpaKopropasibHylo reMoKoppekUmio — acdepes
NIAMNONPOTEeNIOB.

Xnpyprudeckume onepaumm no3eonsioT ObICTPo BOC-
CTaHOBUTb KPOBOCHAOXeHMe, HO, MO CyTU, ABNSIOTCS
NannMaTBOM, TaK Kak HUKaK He BIMAIOT Ha NaToreHes
aTepockriepo3sa.

«Adepes nMnonpoTenaoB» ABfeTCs 0600LLEHHbIM
Ha3BaHWeM TpPynnbl CEeNeKTUBHbIX METOLOB 3KCTpa-
KopriopanbHOM remMoKoppekLUmy, obecneyrBatoLLmx
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3 dekTIBHOE yOaneHne K13 KPOBU aTepOreHHbIX
nunonporengos. CyulectByeT 6 MeTomoB adepe-
3@  JIMMNONPOTENAOB,  UCMOMb3YIOWNMX  PasfinyHble
CBOWCTBA aTePOreHHbIX NMMNONPOTENOOB AN  UX
yOaneHus 1 6asvpyoLmxca Ha pasHbiX TeXHONOrUsX:
KackagHasa nnasmouasrpaumd, nunuoHas Guib-
Tpaums, renapuH-uHOYUMpPOBaHHAs MpeuunuTaums
nunonpoTenaos, adhdUHHAA MNa3Mo- U reMocopbLms
NUNONPOTENOB, UMMYHOCOPOLIMSA NTMMONPOTENA0B.

MapLupyTrsaums naLuueHToB

1 3Tan— BbisSBNEHWE NALMEHTOB, Y KOTOPbIX BO3-
MOXHO Hanudre HAHJIO — fomxeH OoCyLecTBNATbLCA
BO BCEX MEAMUMHCKMX opraHm3aumax (MO) cyobekTa,
0Ka3blBaOLLMX MEeOULIMHCKYIO MOMOLLb B paMkax Tep-
pUTOpUanbHOM NPOrpaMmbl FOCYAapPCTBEHHbIX rapaH-
T BeCNNaTHOro OKa3aHusA rpaXaaHaM MeaULMHCKOM
noMoum B cybobekTe. [MpK COOTBETCTBMM MaLMeHTa
onpeaeneHHbiM Kputepuam (cMm. MpunoxeHue 1) oH
JONKeH HanpaBnsTbCs Ha yrnybneHHoe obcnegoBaHme
Ong ncknoderns /noarsepxgeHnd HAHJIO Ha 2 stane
0OKa3aHWs MeaULIMHCKOM MOMOLLIM.

2 3tan - yrnybneHHoe obcnemoBaHMe MaumeH-
TOB C nofo3peHveM Ha Hanudne HAHJIO — pormkeH
ocywectBnateca B MO, OKasbiBalOWMX MePBUYHYIO
cneunanmspoBaHHyl0 MeAMKO-CaHUTapHYl0 MOMOLLb
B amMOynaTopHbIX YCNOBUSIX, MEIOLLMX MaTepuanbHO-
TexHU4eckme 1 KafpoBble BO3MOXHOCTU Aff Mpo-
BedeHus yrnybneHHoro obcnenoBaHUs MNaLMeHTOB
C nofo3peHrem Ha Hanndme HAHJIO:

1) B MO cybbekTta PO, 0ka3blBalOLMX NEPBUYHYIO
Bpa4ebHYyl0 1 MepBUYHYID  CMeumann3vpoBaHHyo
MeONKO-CaHMUTapHYIO MOMOLLb HaceneHuio (KpynHble
NONMMKITNHNKMA) ;

2) B KJIVHWKO-OMArHOCTUYECKUX LeHTpax (nomu-
KNTMHMKax) cybbekTos PD;

3) B kapanoaucnaHcepax cyobektos PD;

4) B degepanbHbix MO, HaxogawWmMxcs Ha Tep-
putopuK cybbekta PO 1 BXOAALLMX B peecTp Meau-
LMHCKMX OpraHu3aLui, y4acTBYIOLIMX B peanunsaumm
TeppuUTOpUanbHOM  MPOrpaMmbl  rOCyOapPCTBEHHbIX
rapaHTU ©OecnnaTHOro oKasaHWs rpa)xmpaHam Mme-
OULMHCKOM MOMOLLM M OKAa3blBaOLWMX MepPBUYHYIO
Bpa4ebHyIo 1/1NV NePBUHHYIO CeLmann3npoBaHHyo
Me[MKO-CaHUTaPHYI0 MOMOLLb HAaCeNEHMIO.

Ecnu pgaHHbIM 3Tan oka3aHua MeauuUMHCKOW Mo-
MOLLM COBMELLIAeTCs C Mog00opOM NedYeHust, OH MOXET
OCyLLeCTBATHCS B YUI0BUSIX AHEBHOIO CTaLMOHapa:

e B MO, OKa3bIBaloLLMX NEPBUYHYIO CMeLManm3m-
POBAHHYIO MeOMKO-CaHWUTaPHYIO MOMOLLb B YCIOBUSAX
[JHEBHOro CraumoHapa (BbillenepedncieHHble MO
NPV HaNM4YMM OHEBHOTO CTaLMOHapa);

* B paMKax CneuManu3vpoBaHHOW MeaULIMHCKON
nomowym B MO, okasbiBalOWMX cneLnanmu3npoBaH-
HYl0 MeOVLMHCKYIO MOMOLWb B YCNOBUSIX AHEBHOIO
CTauMoHapa;

e B MO cybbekTa, oKka3biBalOLWMX CNELMANU3NPO-
BaHHYI0 MEOMLIMHCKYIO MOMOLLb, UMEIOLWMX OHEBHOM
CTaumoHap;

e B (demepanbHbix MO, HaxoOAWMXCS Ha Tep-
putopun cydbbekta PO 1 BXxoasLIMX B peecTp Meau-
LMHCKMX OpraHu3aLni, y4acTBYIOLNX B peanm3aumm
TeppuTOpManbHOM  NPOrpaMMbl  FOCYAaPCTBEHHbIX
rapaHTu GecnnaTHOro okasaHusa rpaxaaHam mMeau-
LMHCKOW MOMOLLM, OKa3blBaLOLWMX Creumannnpo-
BaHHYO MeAMLMHCKYIO MOMOLLb, UMEIOLINX AHEBHOM
CTaumoHap.

YrnybneHHoe obcnenoBaHMe MauMeHToB C Moao-
3peHnemM Ha Hanmdmne HAHJITO gonxHo 6biTb Taprdn-
LMPOBaHO B BUAE KOMMIEKCHOM MeAULIMHCKOW YCIyT L.

JleyeHne u yrnybneHHoe obcnegoBaHVe MaLMeH-
TOB C NoAo3peHVeM Ha Hanudme HAHJTO MoxeT ObiTb
TapUPUUMPOBAHO B Ka4eCTBE 3aKOHYEHHOro Cryvast
neyeHns B JHEBHOM CTalIOHape.

3 3tan— nogbop Tepanuu U neveHre nauneHToB
C BbigBneHHbIM HAHJIO— poskeH ocCyLlecTBnATLCS
B MO, oka3blBaloLLEeN NEPBUYHYIO CrieLuannsmpoBaH-
Hyt0 MeANKO-CaHUTaPHYO MOMOLLL UMK CreLnann3npo-
BaHHYI0 MeAULIMHCKYIO MOMOLLb (BbliLlie yKa3aHbl).

Oka3aHve MeaMUMHCKOM MOMOLWM Ha [AaHHOM
3Tane MOXET OCYLIEeCTBAATLCA B pamMKax MepBUYHOM
cneuyanmM3MpoBaHHOM  MeaMKO-CaHUTapHOW Meau-
LMHCKOW MOMOLLIM B aMOYNaTOPHbIX YCNOBUSIX:

1) B MO cybbekTta PO, 0ka3blBalOLMX NEPBUYHYIO
Bpa4yebHyl0 U1 MepBUYHYID  CMeumann3vpoBaHHyo
MeONKO-CaHMUTapHYIO MOMOLLb HaceneHuio (KpynHble
NONMUKITMHNKM) ;

2) B KIMHMKO-AMArHOCTMYECKUX LeHTpax (nomu-
KNMHMKax) cyobekTos PD;

3) B kKapamnoaucnaHcepax cyobektos PD;

4) B degepanbHbix MO, HaxogAawWmMxcs Ha Tep-
putopuK cybbekta PO 1 BXOAALLIMX B peectp Meau-
LMHCKNX OpraHn3aLumm, y4acTByoLWMX B peanmsaLmm
TeppuTopranbHoOW  NPorpaMmbl  FOCYAapPCTBEHHbIX
rapaHTU ©OecnnaTHOro oOKasaHWs rpa)xmaaHam Mme-
OMUMHCKOM MNOMOLLM U OKa3bIBAIOLIMX MEePBUYHYIO
Bpa4ebHyIo 1/1NKV NePBUHHYIO CreLMann3npoBaHHyo
MeLMKO-CaHUTAPHYIO MOMOLLLb HaCENEeHMIO.

OkazaHve MeaMUMHCKOM MOMOLWW Ha [AaHHOM
3Tane MOXEeT OCYLLeCTBNATLCA B YCNOBUSAX LHEBHOrO
cTauuMoHapa:

» B pamkax MepBUYHON CheLMann3npoBaHHON
MeJuKo-caHuTapHon nomowm B MO, OKa3bIBalOLLMX
NePBUYHYIO  CMELManM3VPOBaHHYIO0  MeOUKO-CaHW-
TapHYIO MOMOLLb B YCIOBUSAX OHEBHOMO CTalMOHapa
(BbilenepedncieHHble MO npu HanuduM AHEBHOIO
cTaumoHapa);

» B pamKax cneumanusMpoBaHHOW MeOULIMHCKON
nomowy B MO, okasbiBalOWMX cneLnannu3npoBaH-
Hyl0 MEeOMLMHCKYIO MOMOLLb B YCNOBUSIX [HEBHOrO
cTauuMoHapa:

» B MO cybbekTa, OKasbIBalOLLMX CNEUManmn3npo-
BaHHYIO MEAMLMHCKYIO NMOMOLLb, UMELLNX AHEBHOM
CTauMoHap,;

» B pepepanbHbix MO, HaxomAwMXca Ha Tep-
putopuM cybbekta PO 1 BXOAALLMX B peecTp Meau-
LWNHCKNX OpraHu3aLumm, y4acTByoLWMX B peanmsaLmm
TeppuTopranbHoOW  MPorpaMmbl  FOCYAaPCTBEHHbIX
rapaHTMM  ©ecnnaTHOroO  OKasaHus  rpaxpgaHam
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MeOMLMNHCKOM MOMOLLM, OKa3blBaAIOLLMX Cleumanm3n-
POBaHHYO MeLOMLMHCKYIO MOMOLLb, UMEeILWWX OHEB-
HOW CTaloHap.

Oka3aHue MeguLMHCKOW MOMOLLM Ha [AaHHOM
3Tane MOXEeT OCYLLeCTBATLCA B PaMKax creuuanu-
3UpOBaHHOWN MeguumHckon nomowm B MO, oka3biBa-
OLLMX CcneLnannu3npoBaHHyl0 MeaULMHCKYIO MOMOLLb
B YUJI0BUAX CTaLMOHapa:

1) B MO cybbekTa, OKa3blBaloLWMX CHeLmani3mpo-
BaHHYIO MeOVLIMHCKYIO MOMOLLb;

2) B degepanbHbix MO, Haxogawmxcs Ha Tep-
putopun cydbekta PO 1 BXoOdWMX B peecTp Meau-
LMHCKNX OpraHmn3aunm, y4acTByIOLLIMX B peanmnsaLmm
TeppuTOpUanbLHOM NPOrPaMMbl rOCYAaPCTBEHHbIX ra-
PaHTUIM BeCnNaTHOro okasaHua rpaxkadaHam MeauLIH-
CKOW MOMOLLIM, OKa3bIBaOLLMX CNELMANN3NPOBAHHYIO
MeOVILIMHCKYO MOMOLLb.

JleueHne c wncnonb3oBaHMeM adepesa nunonpo-
TeNpoB [O/KHO OCYLLECTBMIATLCA B paMkax cneum-
anu3upoBaHHOM MeauUUHcKon nomowm B MO,
OKa3bIBAOLLMX CNeLMarn3npoOBaHHYIO MeANLMHCKYIO
MOMOLLb B YCJIOBMAX CTauMoOHapa W/vnm OHEBHOro
cTaumoHapa (LUeHTpax WnuM OTOeneHUsX 3KCTPakop-
MOpasnibHOM reMOKOPPEKLUMK, 3KCTPaKopnopanbHOM
JETOKCMKALMN, TPABUTALMOHHOM XUPYPriv KPOBK).

4 s3tan - [UCNAHCEPHO-OMHAMUYeCcKoe Ha-
onogeHre 3a naumeHtamu ¢ HAHIO-  pomkeH
ocyulectBnaTbcs B MO, oKa3sblBaloLLen MNEPBUYHYIO
Bpa4ebHylo MY MEePBUYHYIO CreLnann3npoBaHHYIo
MeLMKO-CaHUTAPHYIO MOMOLLb.

B MO, okasbiBatoLMX NOMOLLb NauyeHtam ¢ HAH-
J10, Ha 2, 3 u 4 3Tanax oka3zaHWs MeanUHCKON
MOMOLLW AOMKHO ObITb HEODOX0OMMOe MaTepuanbHO-
TEXHUYECKOe 1 KaopoBoe obecneveHue (amarHocTu-
Yyeckoe obopynoBaHWe s NPOBeAeHNs YryOneHHoM
OMarHoCTVKK, Bpad, MNPOLLEALINA COOTBETCTBYOLLEE
yCOBepLUEeHCTBOBaHMe, — CM. [lpunoxeHne 2. Ksanu-
hUKaLMOHHbIE TpeboBaHuUsa K Bpady). B ciydae ecnn
B MO, oka3blBatoLlen MeguLMHCKYIO NOMOLLb NaLy-
eHTam ¢ HAHJIO, orcyTcTtBYIOT MaTepuaiibHO-TEXHN-
yeckme BO3MOXHOCTU 414 MPOBeAEeHVA BCEro CrekTpa
yrnyoneHHon onarHocTuku, gaHHas MO gomkHa MMeTb
JOroBOpHble oTHOLWeHUA ¢ apyrumn MO, B KOTOpbIX
OaHHble BO3MOXHOCTU UMEIOTCS.

Cnoco6bl onnaTtbl MeAULIMHCKOW MOMOLLM

Cnocobamu  onnatbl  MeAMUMHCKOW  MOMOLLM,
OKa3blBaEMOW B Bbllleyka3aHHbix MO, MoryT ObiTb
cnepytoLye.

1 TMpw okazaHWK NepBMYHOWM BpadebHOM 1 nep-
BMYHOM CMneuyanm3npoBaHHOM MeanKo-CcaHUTapHOW
noMou naupeHtam ¢ HAHJIO B ambynaTopHbIX
YCIOBUSAX:

— 33 eauHULY obbema MeauLUMHCKOW MOMOLLM —
3a MeAMUMHCKYIO YCIyry, 3a nocelleHve, 3a obpalue-
HMe (3aKOHYeHHbIV Cy4alt).

2. Mpn  oKaszaHWM  NEepPBUYHOM
POBAHHOW  MeOMKO-CaHWUTAapPHOM  MOMOLLM

cneumanmnsn-
n/unm

cneuyanm3MpoBaHHOM MedMUMHCKOM NMOMOLLIM, OKa-
3aHHOW B YCIIOBMSX AHEBHOIO CTaLMOHapa:

— 33 3aKOHYeHHbIV CJly4an nedeHns 3abonesBaHns,
BKJIIOYEHHOTO B COOTBETCTBYIOLLYIO rpynny 3abonesa-
HUM (B TOM 4mciie KIMHUKO-CTaTUCTUYeCKME Tpynnbi
3aboneBaHui).

3. MNpw okazaHum creuranm3npoBaHHOM MeanLH-
CKOW MOMOLLM, OKa3aHHOWM B YCNOBUAX CTallOHapa:

— 33 3aKOHYEHHbIN CNy4aln nedenHus (rocnutanmnsa-
LMW NpU NiedeHnn) 3aboneBanHmns, BKTIOYEHHOIO B CO-
OTBETCTBYIOLLYIO rpynny 3abonesaHuit (B TOM 4uncne
KIIVHNKO-CTaTUCTYECKIE MPY bl 3a00neBaHni).

4. Cnocobom onnatbl MegULMHCKOW MOMOLLM,
BKIlOYaloLlen adepe3 NMNoNpoTenaoB, OKa3aHHOM
B YC/IOBMSAX OHEBHOrO CTauyoHapa Wnu cTaumoHapa,
MOXET OblITb:

P 3aKOHYEHHbIN  Clydaln  nedenua  (cnydam
rocnUTanmn3aumMm Npu nedexrn) 3abonesaHns, BKO-
YEeHHOro B COOTBETCTBYIOLLYIO rpynmny 3aboneBaHnin
(B TOM 4mcne KIMHWUKO-CTaTUCTUYECKME Tpynmbl 3a-
DonesaHuin), eciv acdepes NUNONPOTEMAOB BKIOYEH
B 3aKOHYeHHbIV Cry4an nedeHns;

> 3aKOHYEHHbIN CIydal nedeHns (cnyvar rocnm-
Tannsaumm npu nedeHni) 3abonesanHns, BKIOYEHHO-
ro B COOTBETCTBYIOLLYIO rpynny 3abonesaHnn (B Tom
ymcne KIMHUKO-CTaTUCTUYeCKMe Trpynnbl 3abonesa-
HUI), B COYETAHUM C MEAMLMHCKON ycnyron «adepes
nMnonpoTenaoB», ecnn adepes NMNonpoTenaoB He
BKJIIOYEH B 3aKOHYEHHbIN Cflydam NnedeHus. Tak Kak
cyliectByeTr 6 MeTOmOB adepesa nMnonpoTenaos,
KaXKAbI U3 HUX MOXET ObITb TapUMULIMPOBAH Kak OT-
OenbHas MeauLMHCKas ycnyra.

3akJiloyeHune

Kaxnbih cydbekT PO, 1Mcxoas M3 CBOMX MaTepu-
anbHO-TEXHUYECKNX, KaApPOBbIX, (MUHAHCOBbLIX U MPO-
YMX BO3MOXHOCTEN, CIIOXMBLUMXCH PErnoHanbHbIX
0COBEHHOCTEN  CUCTeMbl  OKa3aHWUs  MeauUMHCKOW
MOMOLLIM W NeKapCcTBeHHOro obecneveHus, MOXeT
Co30aBaTb ONTUManbHYIO ANs cebs CUCTeEMY MapLLpy-
TM3aUMM NALMEHTOB C HACNedCTBEHHbIMU aTeporeH-
HbIMW HapyLLIEeHNSIMK TUNKAHOro obMeHa, co3nasaTb
NUNUOHbIE KAOUHETBI 1 MUNMAOHbIE LIEHTPbI B Ka4ecTBe
CTPYKTYPHOIro MoApasfeneHns B MedULMHCKMX op-
raHM3auUuMsax, OKa3blBalOLWMX CrNeLnanm3npoBaHHyto
MeOMKO-CaHUTaPHYI0 MOMOLLb U /UK CReLanmn3npo-
BaHHYIO MeAULMHCKYIO MOMOLLb.

Mpw OTCYTCTBUM BO3MOXKHOCTEN B cybbekTe PO ons
yrnyoneHHoro obcnegoBaHNs U NedeHns nauyeHToB
¢ HAHJ1IO paHHas MeOmnUMHCKas MOMOLLLb MOXET ObITb
oKkazaHa B MO, Haxo4ALWLMXCA Ha TepPUTOPUM OpYroro
cybbekta PO, c onnaton oKasaHHOM MeanuUMHCKOW
MOMOLLUM  Yepe3 CUCTEMY  MeXTeppUTOpUanbHbIX
pacyeToB.

N4 2016 [
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MpunoxxeHune 1

KpuTepuun HanpaBneHus NnayMeHTa Ha yrny6-
neHHoe oGcnefoBaHue 1A UCKNIOYeHUA/ noa-
TBEP)XAEHNA HaCNeACTBEHHOro aTeporeHHoro
HapyLUeHM s MMNugHoro obmeHa

HeobxooMMo Hanu4uve 1o KpanHen Mepe OfHOro
Kputepus:

1. YpoBeHb 006Lero xomnectepuMHa CbIBOPOTKM
(nnasmbl) kpoBu >10 MMOMb/N, W/WNN yPOBEHb
XonecteprHa MNOMNPOTEMAOB  HW3KOW  MAOTHOCTA
CbIBOPOTKM (Mna3mbl) KpoBM >8,5 MMonb/n, v/unm
YPOBEHb TPUIMMLEPUAOB CbIBOPOTKM (MNa3Mbl) KPOBU
>11 Mmonb/n.

2. YpoBeHb 0OLlero xonecrepyHa CbIBOPOTKM
(Nnasmbl) kposu >7,5 MMOMb/N, W/UNK ypoBEHb
XonecteprHa MNOMNPOTEMAOB  HW3KOW  MAOTHOCTA
CbIBOPOTKM (Mna3mbl) KpoBM >5,0 MMonb/n, v/unu

MpunoxxeHune 2

KBanudukaumoHHble TpeGoBaHuUAa K Bpa-
4y - cneyManuncry B o6s1acTu HacneACcTBEHHbIX
aTeporeHHbIX HAPYLWEHNA IMNUAHOro obmeHa

MeOnUMHCKYI0O MOMOLLb MauveHTamM C Hacieqd-
CTBEHHbIMW aTepPOreHHbIMM HapyLeHNAMN NTNNOHOIro
obmMeHa [OomXeH OkasblBaTb Creuuaninct, obnagato-
LLI,I/II;I OONONHNTENBbHBIMW KOMNETEHUNAMN B O6J'IaCTI/I
NUNMAONOTUM 1 HAPYLLIEHNIA NUNNOHOTO OOMeHa.

Tpe6oBaHusa K kKBanudunkaumun

BbicLuee
npodeccnoHasnbHoe
obpa3oBaHme Mo ofHOM
13 CreLunanbHOCTeN:
«060101. JleuebHoe
neno», «060103.
MNepnatpus»
[NocneBy3oBckoe
npoeccMoHanbHoe

AV OONONHUTENbHOE
obpa3oBaHve No ofHON
M3 crneumanbHocTen:
«Kapgwuonorung»,
«[leTckaa Kapomonorus»,
«IHOOKPUHONOTNSY,
«[egmatpusa»,
«[eHeTuka»,
«KnuHuyeckas
nabopatopHas
AMarHoCTKa»,
«TpaHcy3nonorms»,
«Tepanus», «KnuHn4yeckas
dapmakonorms»
«Jlnnngonorus

W HapyLleHusa NUNUAHOro
obmeHa»

YpoBeHb
npogeccMoHanbHOro
obpa3oBaHus

[Nocnesy3oBckoe
npodeccmoHanbHoe
obpa3oBaHve nnn
LOMNONHUTENbHOE
obpazoBaHue

O0Lee nnu
TeMaTmyeckoe
yCOBEpLLEHCTBOBAHME

ypOBeHb TpUmMuLepnaos >5,0 MMosb /1, U/nnn ypo-
BeHb nunonpotenaa (a) >500Mr/n npu codeTaHnm
C cemMenHbIM aHaMHe30M paHHero (4o 50 neT y myx-
YMH, 00 55 neT y XeHLWMH) cepaedyHO-CoCyancToro
3aboneBaHMs aTepOCKNepPOTUHECKOrO reHesa.

3. HeadhdekTnBHOCTL  (CHUXEHME  XxonectepuHa
NUNONPOTENAOB  HW3KOW MIIOTHOCTM  MeHee YeMm
Ha 30% ) KOMMNEKCHOW MeAMKAMEHTO3HOM MMOINMN-
OeMunyeckon Tepanni B MakCUMarnbHO NepeHOCUMbIX
[033ax OJIUTENbHOCTbIO HE MeHee 3 MecsilieB, B TOM
YUCIe 13-3a ee HeMepeHOCMOCTU.

4. PaHHWUI MHOMBWOYaANbHbLIM aHaMHe3 (1o 40 net)
cepaevHo-CcocyamcToro 3aboneBaHus, obyCnoBneHHO-
ro aTepoCKSIepO30M.

5. Bce poacTBEHHMKW MepBOM CTemneHu poacTBa
(poouTenu, oetm, pofHble BpaThsa U CECTPbI) NaLMeHTa
C HacnefACTBEHHbIM aTeporeHHbIM HapyLlleHUeM -
nuaHoro obmeHa.

B AOMKHOCTHble 06A3aHHOCTN TaKoro cne-
uuanucra [o/MKHbI BXOAUTb:

1. lNpoBeneHMe CKPUHWMHIA Ha HacnencTBeHHble
HapyLUeHWs NUNUOHOrO OOMeHa.

2. OnarHocTka HapyLleHU NMnuaHoro oobmMeHa,
B TOM YUMCJIe HacnencTBeHHbIx, Bkodasa CMXC.

3. Jle4yeHue nauyeHToB C HapyLLUeHVAMW INNMUOHO-
ro oOMeHa, B TOM YucSie HacneaCTBEHHbIMM, BKITIOHas
Crxc.

4. [ncnaHcepHO-AMHaMM4eckoe HabnopgeHne
3a NauMeHTamMm C HapyLLUEHUAMW NMUNUAHOIO OOMeHa,
B TOM YuMCJIe HacnencrTBeHHbIMK, Bkmodaa CIMXC.

5. KoHCynsTMpoBaHMe Mo BOMPOCaM Ha3HayYeHUd
rMNONUNUAEMUYECKMX TMPenapaToB B dly4ae KX
He3thMEKTUBHOCTU UM HenepeHoCMMoCT  (BblOop
npenapata, KOHTPOJib MePeHOCMMOCTM, Ha3HaveHue
B COCTaBE MHOFOKOMMOHEHTHOW Tepanuu C y4eTOM
NEKapCTBEHHbIX  B3aWUMOAEWUCTBUM,  AMArHoCTM1Ka
N KOPPEKLMS NODOYHbIX 3chdekToB, BbIOOP rMnonmnm-
OeMK14eckoro npenapata B Clly4ae HenepeHoCrMoCTy,
oTOOp MauUMeHTOB AN JIeYEHNsT HOBbIMU TUMONUMN-
JeMUYeckMMI  MpenapataMu) Kak MaLMeHToB, Tak
1 Bpayen Apyrnx CneumanbHOCTen.

6. BepeHuve perncrpa nauMeHToOB C HacNeaCcTBEH-
HbIMU HapYLUEHUAMMW IUMNOHOMO OOMEHa.

7. OpraHu3aums v nposefieHne Lwkon ans 6osb-
HbIX C HaCNeACTBEHHbIMY HapyLUeHUAMWU NUMULHOMO
obmeHa.

Cneumanuct foOMKEH 3HaTb:

1. MeTabonuam nunnaos 1 NatobuUsnNonornio Ha-
PYLLUEHNI NUNAHOTO OOMeHa.

2. Knaccndbumkaumioo  HapyweHu  AUAMAHOrO
obmeHa. HapyuieHus nnuaHoro obMeHa B MexzyHa-
poaHoOV Knaccudukaumm GonesHen.

3. ONUAEeMUONOrMio  HapyLLEHWN
obMeHa.

nmnngHoro
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4. TlaToreHes KNMHWYECKMX MPOSBEHU NP pas3-
NNYHBIX HAPYLUEHWUSAX TUMNOHOO OOMeHa.

5. 06wyt KIMHNYECKO-OMOXMMUYECKylo  Xa-
PAKTEPUCTUIKY M OCODEHHOCTM TeYeHUs pPas3fNYHbIX
HaCneOCTBEHHbIX HapPYLUEHWUIA TUMNOHOIO OOMeHa.

6. OudpdepeHunanbHyto ONATHOCTUKY MNepPBUY-
HbIX 11 BTOPUYHBIX ONCAVNNAEMUN.

7. KnuHuyeckne, GUoxmmmdeckmne 1 mMonekynsp-
HO-reHeTUYecKe NOAXOAb! K ANArHOCTVKE Pa3NnNYHbIX
HapyLUeHUI NUNNOHOO OOMeHa.

8. TlokazaHua ong NnpoBefeHNd MOJSIEKYNAPHO-Tre-
HETUYEeCKNX NCCNefoBaHWIM NP HaPYLUEHUAX NUNUA-
HOro obmMeHa.

9. MNokaszaHus AN CenekTMBHOrO (kKackagHoro)
CKPUHWHIA Ha HacnefcTBEHHbIE HapyLleHUa NUMUA-
HOro obmMeHa.

10.dnarHoctnyeckme  LIKanbl
anarHosa «CrXe».

11.OCHOBbI Hac/lefOBaHUA reHeTUYecky [LeTep-
MUHUPOBaHHbIX 3ab0NeBaHUI 1N MeOMnKO-TeHeTUYe-
CKOTO KOHCYNBTVUPOBAHWA MaL/EeHTOB C HAaCNeACTBeH-
HbIMU HapyLWeHUIMU INMUAHOTO OOMEHa 1 YNEHOB NX
cemen.

12.MpaBuna B3ATNA, XpaHEHWA, TPAHCMOPTUPOBKM
N yTUIM3aumm Gronornyeckoro Marepurana ans npo-
BefileHNs NabopaTopHbIX U MONEKYNAPHO-TeHeTUYe-
CKNX UCCNefoBaHUN.

13.Jvetotepanmio Npu HapyLeHWax NUnULHOro
obmeHa.

14.HemeamnkameHTO3Hble noaxodb! (dusmyeckue
ynpaxHeHus, bopbba C KypeHneM) K npotunakTnke
Cepae"HO-COCYANUCTbIX OCTIOXHEHUI Y NINL, C TAXKeNbl-
MW HapyLLEHWSMUW NMMNUAHOTO oOMeHa.

15.0cCHOBHbIe rpynnbl TUNONUMUOEMNYECKUX Mpe-
napaToB— MeXaHW3M [OencTBus, (haMakoaMHaMUKY,
(hapMakoKMHETMKY, MOKa3aHWsA, MPOTUBOMOKA3aHW4,
noboyHble 3ddeKTbl, MpaBuUna HasHa4YeHus.

16.MpuHUMALI  nogbopa  NUNMACHUXKAIOLWEN
Tepanuu NpwW PasnnYHbIX HapPYyLUeHWAX JNMAMGHOrO
obmeHa.

17.0Cco0eHHOCTM NeveHUs HapyLLeHW NIUMNOHOIO
oOMeHa y oTAenbHbIX TPYMM NaumneHToB: GepemMeHHble
>KEHLLMHbI M XKEHLLMHbI B NEPUOL NAKTaLMK; XXEHLLVHBbI,
nnaHvpyowme OGepeMeHHOCTb; OeTM 1 NoapOCTKuY;
nnua ¢ 3aboneBaHMUAMM NeYeH; C NaToNorMen noyek;
ua, VHUUMPOBaHHbIE BYPYCOM MMMyHOOedNLMTA
4efioBeka; naLeHTbl MOXWNOoro Bo3pacra.

18.TpUHLMMNBI MOHUTOPWHTA U KPUTEPUN OLLEHKU
3P DEKTUBHOCTA, HEIPPEKTUBHOCTU, HEMEPEHOCKMO-
CTN MeAMKAMEHTO3HOM NUMUACHWXKAIOLLEN Tepanuu.

19. MprHUMNbLI AUCNAaHCEPHO-ANHAMNYECKOrO Ha-
onofeHVs 3a NaumeHTaMmn C HacnedCTBEHHbIMW Ha-
PYLUEHNSAMU INMMAHOTO OOMeHa.

20.Mepbl NPOPUIAKTUKNA 1 KOPPEKUMU OCNOX-
HEeHUM 1 NODOYHbIX 3PDEKTOB MeAMKAMEHTO3HON
NMNNACHUXKAOLWEN Tepanmu.

2 1. XapakTepncTnky pasnmyHbIX MeTOL0B adepesa
avnonpotenaoB.  [1okasaHusa,  MPOTMBOMOKA3aHUA.
Bbibop Metopa. OcoBGeHHOCTU  KOMOUHMPOBAaHHOIO

npy MNOCTaHOBKe

nevyeHuns C NCnonb3oBaHeM MeToLOB ahepesa nuno-
npoTenaoB.

22. [lokasaHusa 1 NpoTYBOMOKA3aHUA K XUPYPrn-
4eCcKOMy NeYeHuIo CepaeyHO-COCYAMCTbIX 3abonesa-
HUI, KOpPPEeKLMIO Tepanunmn npu nofrotoBke OOMbHbIX
K orepaLmsaM 1 B nocsieonepaLoHHOM nepuoae.

Cneunanuncr foMmKeH yMeTb:

1. OpraHM30BaTh 1 y4aCTBOBATb B OCYLLECTBIEHNM
CKPUHWHIA HapyLeHnn nunuagHoro obmMeHa, B T.u.
HaCe4CTBEHHbIX.

2. MpoecT onpoc bonbHOro, NPUMEHUTb 0OBbEK-
TUBHble MeTofbl 00CNefoBaHNs, BbISBUTL OOLMe
1 cneunduyeckne NpU3Haky HapyLeHWsa NUIUOHOMO
obmeHa.

3. Onpemenntb  HEODXOOMMOCTb  CrelanbHbIX
METOA0B MCCnedoBaHns (OMOXMMNYECKUX, MOMeKy-
NAPHO-TEHETUYECKINX, MHCTPYMEHTamNbHbIX 1 Ap.).

4. OpraHu3oBaTb 3abop, XpaHeHWe 1 TpaHCnop-
TUPOBKY OKOMorM4eckoro Matepuana ans nposepe-
HUA NaboPATOPHbIX U  MONEKYNAPHO-reHeTUYEeCKMX
nccnenoBaHNm.

5. OcywecTBndTb OMArHOCTUKY, AnddepeHLmans-
HYIO OWArHOCTMKY HapyLUeHWUM nunuaHoro obmena,
B T.Y. HACJIeAACTBEHHbIX.

6. VIHTepnpeTnpoBaTb pe3ynsrathl NabopaTopHOW
(BroXMMMYecKkon, MoNeKyNIPHO-FeHETNYECKOW) 1 UH-
CTPYMEHTaNbHOW AMarHOCTKM.

7. HasHauuTtb JmeTotepanuio MpU HapyLleHUsxX
NUNMAHOro obMeHa, B T. 4. HaCNeaCcTBeHHbIX.

8. HazHa4nTb Tepanuio NUNMOCHUXAOLWMMMN npe-
napataMy Mpu pPasfnyHbIX HapyLeHUsaX TUMMOHOMO
obmeHa, B T. 4. y OTAeNbHbIX Fpynn nauneHTos (bepe-
MEHHbIE XEHLYHbI U XEHLLMHbI B MePUOL NakTauum;
KEeHLMHbI, MnaHupylolme OepeMeHHOCTb,  AeTu
1 NOAPOCTKM; NnLa C 3aboneBaHNsIMM NeveHn; nuua
C BMPYCOM MMMYHOodedULMTa YenoBeka).

9. OcylWecTBUTb MOHUTOPUHI MUMUACHMXAOLLIEN
Tepanun. OueHnTb ee 3DPEKTUBHOCTL, HE3(MEKTUB-
HOCTb, MePeHOCUMOCTb.

10. BblSBUTb M KyMMPOBaTb OCJIOXKHEHWA W MO-
Oo4Hble 3PheKTbl NMNUACHMXKAIOLLEN Tepanin.

11. OcywecrBUTb  AMUCNAHCEPHO-AMHAMMUYeCKoe
HabnogeHe 3a NaLyeHTaMm C HapyLeHUIMN NUNUA-
Horo obmeHa, B T. 4. HacneACcTBeHHbIMU.

12. Onpefenutb nokasaHusa, NPOTUBOMOKAa3aHWA
K adepesy nunonporenaos. [poBoAUTb KOMOU-
HMPOBaHHOE Jle4eHne C UCMOoNb3oBaHVeM adepesa
JINMONPOTENOB.

13. OcywecTBUTb  MeAMKO-reHeTUYeCcKoe  KOH-
CYNbTVPOBaHVE MaLWeHTOB C HacnedCTBEeHHbIMKW Ha-
pYLIEHUAMW NNNNOHOTO 0OMEHa U YIeHOB X CEMEN.

Cneunanucrt AoMKeH BnageTb:

1. MeTtomoukorn obcrenoBaHUa NauveHTa C Hapy-
LIeHWeM NUNAHOro obMeHa, B T.4. HaCIedCTBEHHbIM.

2. ANroOpUTMOM AWArHOCTUKK, OnddepeHLmanb-
HOW OMArHOCTMKM HapyLleHU nunuaHoro obmeHa,
B TOM YUCJIe HACNeOCTBEHHbIX.
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3. Anroputmamn  nogbopa  ANMUACHWXKAOLeN 5. HaBblkaMW AMArHOCTUKM W JIe4eHUA OCSIOX-
Me[MKaMeHTO3HOW Tepanuu B 3aBUCMMOCTW OT TUMa  HeHWM 1 NoBOYHbIX 3PHEKTOB MefMKaMEHTO3HOM
HapyLWeHNnA AUNUAHOTO obMeHa M OCODeHHOCTeM  MUMMACHWMXKAIOLEN Tepanuu.
naumeHTa. 6. HaBblkaMn MeOyKo-reHeTUYeCKoro KOHCYJIbTA-

4. AnropyTtMaMn  ONCNAHCEPHO-OMHAMNYECKOTO  POBaHUA MaLVEHTOB C HaCIeACTBEHHbIMY HapYLUEHN-
HabniofeHns 3a nauleHTaMy C HacNeacTBEHHbIMW  AMU IMMWMAHOMO 0OMEHa 1 YIeHOB NX CEMEN.
HapyLeHnaMu1 nunugHoro obmeHa, MOHWTOPWHIA
NNAACHUXKAIOLLLEV Tepanin.
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