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Pedbepar. BonesHn cepaevHo-coCyanCTON CUCTEMbI, B TOM YUCHE Bbi3BaHHbIE aTEPOCKIIEPO30OM U TPOMOO30M,
3aHMMaloT BeayLlee MeCTO B CTPYKTYpe CMEPTHOCTM B3POCIOro HaceneHms 3KOHOMUYECKN Pa3BUTbIX CTPaH Mupa.
Lenb — nNpoaeMOHCTPMpPOBaTb BO3MOXHble MOAXOAbl B OpraHusauny mapLupyTu3auun nauumeHToB C Hacnen-
CTBEHHbIMW aTePOreHHbIMU HapyLLUeHNSIMY NUNMGHOrO O6MeHa B pamkax CyLLeCcTBYLNX HOPMaTUBHO-MPaBOBbLIX
AokymeHToB. Mamepuan u Mmemodsi. B pekomeHaauMsax pacCMOTPEHbl 3Tanbl OKazaHWst MEAMLMHCKOWM MOMOLLN
AaHHOW rpynne naunMeHToB. Pe3ysnbmamsi u ux o6cyxdeHue. [Ans kaxaoro atana npusegeHbl BO3MOXHbIE BUAbI
MeOULMHCKON NOMOLLM, YCIIOBUS €€ OKasaHus 1 yupexaeHus, Ha 6ase KOTOpbIX OHa MOXEeT NpeAoCcTaBnATbCS, a
TaKkxke cnocobbl ee onnartbl. PaccmMoTpeHbl KpuTepun HanpaeneHns Ha yrnybneHHoe obcrnegoBaHne nauneHToB C
noao3peHneM Ha HacnefACTBEHHblE aTeporeHHble HapyLleHus nunuaHoro obmeHa. 3aksroyeHue. MpeacraBnex-
Hble OCHOBHblE NonoxeHus «MeToguyeckux pekomeHZauui nNo opraHvM3auun MeguuMHCKOW nomoLum 6ombHbIM
C HacneacTBEHHbIMU aTepOreHHbIMU HapyLleHMaMn NnnuaHoro obmeHa B cybbekTax Poccuiickon ®egepauuny
npegHasHayeHbl AN OpraHM3aTopoB 34paBOOXPaHEHWs, rMaBHbIX Bpayewn, Bpayen-kapamonoros, TepanesTos,
Bpayen Apyrux cneumanbHOCTEN.

Knroyeensie csoea: MapLupyTusaums nNaumeHToB, HAcNeaCTBEHHbIE aTepPOreHHble HapyLleHUst MMNMaHOro obmeHa,
NOPSiAOK U BUAbI OKa3aHUst MEANLMHCKON MOMOLLW.

Ans ccbinku: Metognyeckne pekomeHgaumm no opraHnsaumm MeguumnHCKOn nomoLm 60MbHbLIM C HacneacTBEH-
HbIMW aTeporeHHbIMU HapyLLUeHUsIMU NunuaHoro obMeHa B cybbekTax Poccuiickon enepanmm (COBMECTHbIN NPo-
eKkT HaumnoHanbHoro obuecTsa no U3y4eHuto aTepockepo3a u HEKOMMEPYECKOrO NapTHEPCTBa «HaunoHanbHbIN
COBET 3KCnepToB No peakum bonesHam») / A.A. Cokonos, O.1O. AnekcaHapoBa, B.B. KawTtanan [ gp.] // BecTHuk
COBPEMEHHOW KNnHu4eckon meanumuel. — 2017. — T. 10, Bbin. 1. — C.83—88. DOI: 10.20969/VSKM.2017.10(1).
83-88.
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Abstract. Cardiovascular diseases, including those caused by atherosclerosis and thrombosis, take a leading place
in the structure of adult mortality of the population of economically developed countries. Aim. Guidelines are designed
to demonstrate possible approaches to routing organization for the patients with hereditary atherogenic lipid disorders
according to existing legal documents. Material and methods. The stages of care for this group of patients were
considered in the recommendations. Results and discussion. Possible types of medical care, conditions of its provision
and institutions, on the basis of which it can be performed, as well as the options of payment were considered for each
stage. Detailed examination criterion was considered for the group of patients with suspected hereditary atherogenic
lipid metabolism. Conclusion. The main statements of the guidelines on the organization of medical care to patients
with hereditary atherogenic lipid disorders in the Russian regions presented are intended for health managers, head
physicians, cardiologists, internists and other physicians.
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B BegeHue. bonesHn ceppeyHo-cocyancTon
CUCTEMbI, B TOM 4YuCre Bbi3BaHHble aTepo-
CKIepo3oM 1 TpoMBO30M, 3aHMMalOT BeayLlee MeCTo
B CTPYKTYp€e CMEPTHOCTM B3POCOro HaceneHms 3KoOHOo-
MUYECKUN pa3BUTLIX CTpaH Mupa. OCHOBHOW BKaj B Bbl-
COKMe NnokasaTenu cepaeyHO-CoCYAMCTON CMEPTHOCTY B
Poccum BHOCAT nwemmnyeckas 6onesHs cepaua (MBC),
OCTpble HapyLLEeHMS MO3roBOro KPOBOODpaLLEeHs 1 aTe-
pockriepoTmyeckme 3aboneBaHus nepmdepnyecknx ap-
Tepwui. Tak, no gaHHbIM Pocctata, B 2014 1. nokasaTtenb
CMEepPTHOCTU OT BonesHen cucTeMbl KPOBOOOpaLLEHUS
cocTaBun 653,7 cniyyad Ha 100 TbiC. HaceneHus, 4To B
pasbl Bbllle, YEM B pa3BUTbIX CTPaHax Mupa.

Pa3BuTre aTepockneposa y naLmMeHToB B TPYLOCHMO-
cobHom Bo3pacTe (go 50 neT), Kak NpaBuno, CBA3aHO C
HacneaCcTBEHHBbIMUY HapyLLIEHUSIMU NMUMUAHOro obMeHa.
Mpu reTepo3nroTHbIX hopmax, No gaHHbIM HaumoHane-
Horo obLecTBa aTepockneposa (BcTpedaemocTb 1 Ha
250 yen.), KNUHMYECKN 3HAYMMbI aTePOCKIEpO3 pas-
BMBaeTcs B Bo3pacte 30—40 neT, a npy roMo3nUroTHbIX
dopmax (penkve 3aboneBaHns — BCTPEHaeMOCTb 1—2
Ha 1 000 000 yen.) — yxxe B Bo3pacTte 15—20 net. Xu-
pyprudeckue onepawlumn B 3TOM crnydae, Kak npaBuio,
He MPUBOLAT K CTOMKOMY pesynbTaTy, aTepocknepos
npogorkaeT GbICTPO NPOrPeccMpoBaTh.

B NOMOLLb NPAKTUYECKOMY BPAYY

BECTHUK COBPEMEHHOW KJIWHWYECKON MEAVULINHDI

3a pybexoM nevyeHme Takux nauueHToB Mpouc-
XOAUT B CMeuManm3mpoBaHHbIX IMNUOHbBIX LeHTpax (B
JloHOoHe npu HaceneHun 7,5 MIH Yern. UX He MeHee
30). B Hawen cTpaHe Takue LEeHTpbl, CNOCOOHbIe Ha
COBPEMEHHOM YPOBHE OKa3sblBaTb MEAMLMHCKYI Mo-
MOLLb GOfbHBIM C HAacNe4CTBEHHBIMW HapyLUEHNSMU
nMnuaHoro obmeHa, OTCYTCTBYHOT.

3TAlNbl OKA3AHWS MEANLIMHCKOM
riomoLin

OkazaHne MeanuMHCKOM NOMOLLM NaumneHTam C Ha-
CneacTBEHHBbIMU aTePOreHHbIMU HapyLLUEHVUSIMW NUNUA-
Horo obmeHa (HAHJTO) BkntoyaeT HECKOMbKO 3Tarnos:

1-0 aman — BbISIBNEHVE NALMUEHTOB, Y KOTOPbIX
BO3MOXHO Hanu4me HAHJTIO (CKpUHWMHT).

2-11 aman — yrnybneHHoe obcnegoBaHne NauMeHToB
¢ nopo3peHneM Ha Hannune HAHJIO ¢ uenbto ncknrove-
HUS UK NOATBEPXKAEHMS 3aboneBaHus (AMarHoCcTuka).

3-t aman — nog6op Tepanuu (NevyeHne) NnaumneHToB
¢ BbigBrieHHbIM HAHJ1O.

4-0 aman — pucnaHcepHo-gUHaAMUYeckoe Ha-
ontogeHve 3a nauymeHtamm ¢ HAHJIO — MOHUTOPUHT
(oueHka ahhekTUBHOCTM) TEpanuu.

YrnybneHHoe obcnenoBaHue ¢ LENb BbISIBIIEHUS
HAHJIO BkntovaeT gnarHocTuky:
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* KINMMHUYECKYIO;

* NabopaTtopHy1o;

* BMOXUMUNYECKYIO;

* MOIEKYNSIPHO-FEHETUYECKYIO;

* UIHCTPYMEHTAITbHYIO.

Tpuaga neveHus nauymenToB ¢ HAHJIO Bkntovaert:

* avery;

* MEAMKAMEHTO3HY TMNONUNUOEMUYECKYO Tepa-
nnto;

a npu ux HedocmamoyHou aghchekmusHoCcmu u
rpozpeccuposaHuU amepocKepo3sa:

* HBa3WBHYIO Tepanuio;

* XMpypruyeckmne onepaumm Ha cocygax (aopToKo-
pPOHApPHOE LLYHTUPOBaHWE 1 Op.);

* MaroVHBa3MBHbIE XMPYPruyeckue onepauumn Ha
cocyfax (aHruonnacrtumka, CTEHTMPOBaHME);

* 3KCTPaKOPMoparnbHY reMOKOppeKLmo — adepes
nMnonpoTenaos.

Xupypau4deckue onepayuu noseosnsitom 6bicmpo
80CCMaHo8UMb KPOBOCHabXXeHuUe, HO, Mo cymu, siesisi-
romcsi nannuamueoM, mak Kak HUKaK He erusitom Ha
rnamoeeHe3 amepocKiepo3sa.

«Aghepe3 nunonpomeudoe» siBnsieTcs 0606-
LLIEHHBbIM Ha3BaHWEM FpynmMbl CENEKTUBHbIX METOLOB
3KCTpakoprnoparnbHOi reMokoppekuun, obecnednsato-
LWKX 3hPeKTMBHOE yaaneHme 13 KpoBY aTepPOreHHbIX
nunonpoTengoB. CyuwecTtByeT 6 meTogoB adepesa
NMNoNpOTENAOB, MCNOMb3YLWMUX Pas3fINYHbIE CBOW-
CTBa aTepOreHHbIX NIMNONPOTEMAOB ANA UX yaaneHus
1 6a3npyrOLLIMXCS Ha pa3HblX TEXHOMOIMSAX: kKackagHas
nnasMmoduneTpaums, nunuaHas dunstpauus, rena-
PUHMHOYUMPOBaHHASA NpeuunuTaumus nunonpoTenaos,
addmHHaa nnasmo- u remocopOuma NMNonpoTenJos,
MMMYHOCOPOLIMS NMMNonpoTeENJoB..

MAPLLPYTU3ALINS TTAUMEHTOB

1-0 aman. BbisiBNeHve NaunMeHToB, Y KOTOPbIX BO3-
MOXHO Hanuume HAHJIO, fomkHO ocyLLecTBNSATbLCA
BO BCEX MeguUMHCKnX opraHmdaumnsax (MO) cybbekTa,
OKasbIBaOLWNX MEQULMHCKYHO MOMOLLb B pamKax Tep-
puUTOpManbHON NPorpamMMbl FOCY4APCTBEHHBIX rApaHTUN
OecnnaTHOro okasaHusi rpaxgaHam MeOuLUHCKOM
nomowm B cybbekTe. Npn COOTBETCTBUM MauUeHTa
onpeaeneHHbIM Kputepusam (mabn. 1) oH QOoMKeH Ha-
npaenATbcs Ha yrnybneHHoe obcnegoBaHve ANst UC-
kntoveHns nnu nogteepxaeHns HAHINO Ha 2-i4 atan
OKasaHusi MeAMLIMHCKON NOMOLLN.

2-0 aman. YrnybneHHoe obcnegoBaHne nauum-
€HTOB C nopo3peHmemM Ha Hanuumne HAHJTO pormkHo
ocywectBnatTecs B MO, okasbiBalLWMX Mep8UYHYHO
crieyuanu3uposaHHy MeOUKO-CaHUMapHy rMoMouwlb
8 ambyniamopHbIX yC08USIX, UMEKLLNX MaTepuarb-
HO-TEXHUYECKME U KaapoBble BO3MOXHOCTU OS1S NpOo-
BefeHusa yrnybneHHoro obcnegoBaHMsa nauMeHToB C
nogospenunem Ha Hanmume HAHNO:

1) B MO cybbekTta Poccuiickon ®epepaunn (PP),
OKasblBalOLWMNX NEPBUYHYIO BpayebHY0 U NEPBUYHYIO
cneumanm3mpoBaHHy0 MeauKo-CaHUTapHY NMOMOLLb
HaceneHuto (KpynHble NONUKINHUKN);

2) B KITMHUKO-ONArHOCTUYECKNX LieHTpax (NonmKu-
HUKax) cyobekToB P®;

3) B kKapamoamncnaHcepax cyobekTos PO;

4) B (bepepanbHbix MO, Haxogdawmxca Ha Tep-
putopumn cybvekta PO n Bxogswmx B peectp Megu-
LIMHCKMX OpraHu3auun, y4yacTByHOLUMX B peanusauuu
TeppuTOopuanbHOn nporpaMmmbl rocygapCTBEHHbIX
rapaHTuii 6ecnnaTHOro okasaHus rpaxgaHam Meau-
LIMHCKOM MOMOLLM M OKa3sblBalLMX NEPBUYHYIO Bpa-
4YebHyI 1 (M) NEPBUYHYIO CNELMann3vpOBaHHYIO
MEeLMKO-CaHNUTapHYH NOMOLLb HACENeHuo.

Ecnu paHHbIM 3Tan okasaHUs MeOULMHCKOW no-
MOLLX COBMeELLLAeTCsa ¢ Nogbopom feveHnsl, OH MOXeT
OCYLLECTBNATLCS 8 yC108UsX OHEBHO20 CmayuoHapa:

1) B MO, okasblBaloLLMX NEPBUYHYIO CnieLnanmau-
POBaHHYO MELMKO-CaHUTapHY MOMOLLb B YCMOBUSAX
[HEBHOrO cTaumoHapa (BblwenepeuncrieHHsle MO npu
HanU4MM JHEBHOrO CTauMoHapa);

2) B pamkax cneuuanu3npoBaHHON MeOULMHCKOW
nomoLum B MO, okasblBaloLWwmnx cneumanmanpoBaHHyo
MEOULMHCKYHO MOMOLLb B YCIOBUSAX OHEBHOrO CTauu-
oHapa;

3) B MO cybbekTa, okasbiBatoLmx cneunannanpo-
BaHHY MEeOMLMHCKYIO NMOMOLLb U MMEIOLLMX JHEBHON
cTaumoHap;

4) B egepanbHbix MO, HaxogdaLWwmxcs Ha TeppuTo-
pun cybbekTa PP 1 BXOaSALWMX B pEECTP MELAULMHCKNX
OopraHusaumn, y4acTeYOLMNX B peanusaummn Tepputopu-
anbHOW NporpamMMbl roCcy4apCTBEHHbIX rapaHTuin bec-
NIaTHOro OKasaHus rpaxkgaHamM MeanuUmMHCKOM MOMOLLM,
OKa3bIBAKLMUX Crneunanm3mpoBaHHy MeOULNHCKYHO
NOMOLLb N UMEKLLMX OHEBHOW CTaLMoHap.

«YrnybneHHoe obcrnegoBaHue NaunMeHToB C Nogo-
3peHnem Ha Hannyme HAHJTO» gomkHo 6bITb Tapudu-
LIMpPOBaHO B BUAE KOMMIIEKCHOW MEAMULMHCKON YCIyru.

Tabnwuuya 1

KpuTtepuu HanpaBneHus naumeHTa Ha yrny6neHHoe obcrnegoBaHue ANA UCKIIOYEHUs Unu noaTBepXxaeHus
HacreaACTBEHHOro areporeHHoOro HapyLweHus nmnngHoro obmeHa

yucne ns-3a ee HenepeHoOCMMoCTU.

arteporeHHbIM HapyLweHnem nmnunaHoro obmeHa

Heo6xoaumMo Hanuume no KpanHen Mmepe O4HOrO KPUTEPUS:

1. YpoBeHb 06LLEero xonecTepnHa CbIBOPOTKY (Mna3mbl) Kposy > 10 MMORb/N, u/unmu ypoBeHb XonecTepnHa nunonpoTenaoB H3-
KOW MIOTHOCTM CbIBOPOTKM (Mra3mbl) KpoBu > 8,5 MMONb/N, u/usiu ypoBeHb TPUMMLEPUAOB ChIBOPOTKM (Nnasmbl) Kposu > 11 Mmonb/n.

2. YpoBeHb 00LLero xonectepuHa CbIBOPOTKM (Mra3mbl) KpOBU > 7,5 MMONb/N u/unu ypoBeHb XonecTepuHa nunonpoTenaos
HM3KOW NMOTHOCTU CbIBOPOTKM (Mra3Mbl) KpoBu > 5,0 MMonb/n, u/umu ypoBeHb TpUrmmuepuaoBs > 5,0 MMonb/n, u/unu ypoBeHb
nunonpoteunaa (a) > 500 Mr/n Nnpu coveTaHnn ¢ ceMeliHbIM aHaMHe30M paHHero (8o 50 neT y MyX4uH 1 0 55 neT y XeHLuH)
CepAeYHO-COCYANCTOro 3aboneBaHns aTepoCKNepoTUYECKOro reHesa.

3. HeadhheKTUBHOCTbL (CHWXKEHMNE XONeCcTePMHA NMNONPOTENAO0B HU3KOM NIOTHOCTU MeHee YeM Ha 30%) KOMMIeKCHOM
MeAUKaMEHTO3HOW rMNONMNMAEMUYECKON Tepannn B MakCMarbHO NMePeHOCUMbIX [03aX ANMUTENbHOCTbIO He MeHee 3 MeC, B TOM

4. PaHHuii uHOueudyanbHbIl aHamHe3 (0o 40 neT) cepaeyYHO-cocyaMcToro 3aboneBaHusi, 06yCroBIIEHHOTO aTepPOCKIEPO3OM.
5. Bce poACTBEHHVKM NEPBOI CTEMEHN POACTBA (POAUTENM, AETU, POAHbIE OpaTbsi U CECTPbI) NaUMeHTa C HAaCNeACTBEHHbIM

BECTHWUK COBPEMEHHOW KJIMHWYECKOW MERULWHBI
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«JleyeHuve n yrnybneHHoe obcnegoBaHve nauneH-
TOB C nogo3peHnem Ha Hannume HAHJ1IO» moxeT ObITb
TapuduUMPOBaHO B Ka4eCTBE 3aKOHYEHHOrO cry4vasi
INeYyeHnst B JHEBHOM CTaLMOHape.

3-ti aman. MNog6op Tepanum 1 neveHne NaLneHToB ¢
BbisBneHHbIM HAHIO gormkeH ocywectensatsca B MO,
OKa3blBatoLLEN MEPBUYHYIO Crieyuaniu3upoBaHHYy Me-
OUKO-caHUMapHyH MOMOUWb N Ccrieyuanu3uposaHHyo
MeOUUUHCKYH noMowb (ykasaHbl Bbile).

Oka3zaHue MeguLUMHCKOM NOMOLLIM Ha AaHHOM aTarne
MOXET OCYLLECTBINATLCA B pamMmKax NepBUYHON cneuma-
NN3NPOBAHHOWN MEANKO-CaHUTAPHOM MeOULIMHCKOW No-
MOLLM 8 ambyriamopHbIX yYCo8USIX:

1) B MO cybbekTa PP, okasbiBaloLWMX NEPBUYHYIO
Bpa4yebHYy0 M NepBUYHYIO CMeLnanmanpoBaHHY
MeOMKO-CaHUTapPHYI0 MOMOLLb HaceneHuto (KpyrnHble
NONUKMNHWKN);

2) B KIMTMHUKO-AMArHOCTUYECKNX LieHTpax (NonuKnu-
HUKax) cyobekToB PO;

3) B kapanogncnaHcepax cybbekToB PO;

4) B pegepanbHbix MO, HaxogsaLWwmMXcst Ha TeppPUTO-
pun cyobekTa PP 1 BXogsaLmMX B peecTp MeaNLIMHCKMX
OopraHvM3auun, y4acTBylOLWKNX B peanusaumm TeppuTo-
pranbHOW nporpamMmMbl roCy4apCTBEHHbIX FrapaHTun
6ecnnaTHOro okasaHusa rpaxgaHam MeauLMHCKOMN
NMOMOLLM M OKa3blBaloLWMX MEPBUYHYIO BpayYebHyo U
(Mnn) NepBUYHYO cneunannanpoBaHHY MepuKo-ca-
HUTAPHYIO NOMOLLIb HAaceneHutio.

OkasaHne MeguLMHCKOW MOMOLWM Ha AaHHOM
aTane MOXeT OCYLUEeCTBATLCH 8 yC108UsIX OHEBHO20
cmauuoHapa:

1) B pamkax nNepBUYHONW cneumnann3npoBaHHON
MefnuKo-caHuTapHon nomowm B MO, okasbiBatoLmx
NEPBUYHYIO Creunann3npoBaHHY0 MeAuKO-CaHu-
TapHYK MOMOLLb B YCMOBMAX OHEBHOro cTauuoHapa
(BblWenepeuncneHHble MO npu HanuyuM AHEBHOrO
cTauMoHapa);

2) B paMKkax creLnanm3npoBaHHON MegULIMHCKOM No-
moLum B MO, okasblBaloLmx cneunanm3npoBaHHyto Me-
OMLIMHCKYO MOMOLLb B YCIOBUSIX AHEBHOIO CTaLMOHapa;

3) B MO cybbekTa, okasbiBaloLwmnx cneumannsmpo-
BaHHYI MeONLMHCKYIO MOMOLLb U MMELLMX JHEBHON
cTauuoHap;

4) B pegepanbHbix MO, HaxogdaLwmMxcs Ha TeppuTo-
pun cybbekTa PP 1 BXoasaLmMX B peecTp MeaULMHCKUX
opraHu3aumn, y4acTByoLMX B peann3aumm Tepputopu-
anbHOW NporpamMMbl rOCyAapCTBEHHbLIX rapaHTuii bec-
NIIaTHOro OKasaHUs rpaxkgaHaMm MeauLUMHCKOM MOMOLLY,
OKasblBaKLWMX Creumanm3vpoBaHHy0 MeaULNHCKYO
NMOMOLLb U UMEIOLLIX JHEBHOW CTaLMOHap.

OkasaHve MeanLUHCKON NOMOLLUY Ha IaHHOM 3Tane
MOXET OCYLLEeCTBMNATLCA B pamKax cneunannsampoBaH-
HOWM MeauumHckon nomolum B MO, okasbiBatoLLMX crie-
LUManu3npoBaHHY MEANLIMHCKYIO MOMOLLb 8 yCI08USIX
cmauuoHapa:

1) B MO cybbekTa, okasbiBaloLLMX Creumnanmsmnpo-
BaHHYK MELMULMHCKYH NMOMOLLb;

2) B enepanbHbix MO, HaxoaaLLmMxcst Ha TeppuTopun
cybbekTta PO 1 BXogaLLmMX B peecTp MeanLMHCKNX opra-
HM3aLUIA, y4aCcTBYHOLLMX B peann3aummn TepputopuansHoOn
nporpamMmmbl rocygapCTBEHHbIX rapaHTuin BecnnatHoro
OoKasaHua rpaxgaHaM MEOVLMHCKON MOMOLLM M OKa3bl-
BalOLLMX CMeunanm3avpoBaHHy0 MEULIMHCKYHO MOMOLLb.

B NOMOLLb NPAKTUYECKOMY BPAYY

JleyeHue c ucnonb3o0eaHuemM aghepesa 1UMomnpo-
meudoe [OOIMKHO OCYLLECTBMATLCA B paMKax cneuu-
anM3nMpoBaHHOM MeauumHckorn nomolum B MO, okasbl-
BalOLLMX CNeumanu3npoBaHHy0 MEAULIMHCKYO MOMOLLb
B YCMOBUSAX CTaLMoOHapa u/unv gHeBHOro ctaunoHapa
(B UeHTpax unn OTAeneHnsax aKCTpakoprnopanbHON
reMoKOppeKLMn, SKCTpakoprnopanbHON AETOKCUKALINN,
rpaBMTaLMOHHON XMPYPIUn KPOBK).

4-0 aman. [JucnaHcepHo-anHaMmmyeckoe Habnwoge-
Hue 3a nauyneHTamm ¢ HAHJ1O gomkHo ocyLecTBnsTeCA
B MO, okasbiBatoLLiel NepBUYHYO BpavyebHyo unu nep-
BUYHYIO CMELMann3npoBaHHy0 MeLUKO-CaHUTapHYH
nomoulb B MO, okasbiBaloLLMX NOMOLLb NaLUMeHTaM C
HAHINO. Ha 2-m, 3-M 1 4-m aTanax okasaHus meau-
LIMHCKOW NOMOLLM MeAMLMHCKasa opraHM3aumns 4omKHa
MMeTb HeobxoanuMoe MaTepuanbHO-TEXHUYECKOE U
KagpoBoe obecneveHne (guarHocTmnyeckoe obopyaosa-
HWe 4ns NpoBeAeHUst YrnyOneHHON AnarHoCTUKK, Bpau,
NpOLLEeaLLUMi COOTBETCTBYHOLLIEE YCOBEPLUEHCTBOBAHME).

MeaounumHcKkyto NnoMmoLb nauneHTam C Hacneg-
CTBEHHbIMW aTePOreHHbIMM HapyLIEeHUAMM NUMULHOTO
obMeHa OomKeH okasbiBaTb cneumanmcT, obrnaaatoLumi
[OOMNOMNHUTENbHLIMKU KOMMNETEHUUAMU B obnacty nunu-
00Oy 1 HapyLUeHU nunuaHoro obmeHa (mabi. 2).

Ta6nuuya 2

KBanudukaumoHHble TpeGOBaHMﬂ AndA Bpava-cneuyunanucTta
B o6nacTu HacneAcTBeHHbIX aTeporeHHbIX HapyLLleHMﬁ
nunuaHoro obmMeHa

YpoBeHb Npo- Bbiclwiee npodpeccroHansHoe 0b6paso-

Hoe obpasoBaHue
Unn gononHUTenb-
Hoe obpasoBaHue

deccroHanbHOro | BaHue no O4HOM U3 crneunanbHOCTEN:

obpasoBaHus 060101 — neyebHoe peno, 060103 —
neauaTtpus

MocnesysoBckoe | MocneBy3oBckoe NpodeccmoHansHoe

npodeccmoHanb- | Unu gononHuTensHoe obpasoBaHune no

OOHOW U3 cneumanbHOCTEN: KapaMono-
rmsi, 4eTckas Kapamnonorus, 3HAOKPUHO-
norus, NneamaTpusi, reHeTnka, KnmHuye-
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cKkasi nabopaTopHasi AMarHocTuka, TpaHc-
chyaunonorus, Tepanus, KnMHu4Yeckas

apmakonorus
Obuwee unu Jlunugonorvs u HapyLLIEHWst MIMNUOHOTO
memamuyeckoe obmeHa
ycosepuweHcmeo-
saHue

B domxkHocmHble 06513aHHOCMU makKo20 creyu-
anucma O0osmKHbI 8X00UMb!

1. MNpoBeaeHVe CKPUHWHIa Ha HacneacTBEHHble
HapyLleHns NMnNuaHoro obmeHa.

2. [lnarHocTuka HapyLeHui nunmgHoro obmeHa, B
TOM Ymcrne HacrneacTBeHHbIX, Bkovyas CIXC.

3. JleyeHue nauMeHTOB C HaPYLUEHUAMW NUNUAHOTO
obMeHa, B TOM 4Yucne HacneacTBEHHbIMU, BKIOYas
CIrxc.

4. [ucnaHcepHO-AnHaMuyeckoe HabnogeHne 3a
nauvMeHTaMmu ¢ HapyLleHUsIMU NUNuMOHoOro obmeHa, B
TOM 4mcne HacrneacTBeHHbIMK, Bktodas CITXC.

5. KoHcynbTpoBaH/e Nno BOMpocam HasHayeHUusi
rMNonMNUAEeMUYECcKUX npenapaToB B cliydae Ux He-
3 PEKTUBHOCTN UM HEMEPEHOCUMOCTHU (BbIOOP
npenaparta, KOHTPOSb NEPEHOCMMOCTH, HAa3HAYeHVE B
cocTaBe MHOTOKOMIMOHEHTHOW Tepanum ¢ y4eToM nekap-
CTBEHHbIX B3aMOAENCTBUIN, ANArHOCTUKA U KOPPEKLUS
no6oyHbIX 3hbdekToB, BbIGOP rMNONMNNAEMMUYECKOrO
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npenapara B cfly4ae HenepeHocMMocTn, OTOop nauum-
€HTOB ANS NeYeHust HOBbIMU TMNONMNNOAEMNYECKUMU
npenapartaMu) Kak nauumeHToB, Tak U Bpaden Opyrnx
cneumanbHOCTEN.

6. BegeHve pernctpa nauneHTOB C HacneacTBeH-
HbIMU HapyLUEHUSIMU NIMNMAHOMO obMeHa.

7. Oprannsauusi 1 NpoBegeHme KoM Anst 6onbHbIX C
HacneacTBEHHbIMY HapyLLEHWSIMU NUNAHOTO OOMeHa.

Cneyuasniucm O0OJIKeH 3Hamb:

1. MeTtabonmam nNUNMAoB M NaTodU3NOMOrMI0 Ha-
pYyLUEHMI NUNUOHOro obmeHa.

2. Knaccudukaumo HapyLueHuii IMnMaHoro oomeHa.
Hapywenua nunmugHoro obmeHa no MexayHapogHou
Knaccudgukaumm donesHen.

3. Annaemmonoruio HapyLeHui nMnNaHoro obmena.

4. NatoreHes3 KIMHUYECKUX MPOSABIIEHMI NpU pas-
TNINYHBIX HAPYLLEHUSIX NMMNUAHOIO obMeHa.

5. OOy KIMHUYECKO-OMOXMMUYECKYHO XapaKTe-
PUCTUKY N OCOBEHHOCTU TEYEHUS PasfMYHbIX Hacnea-
CTBEHHbIX HApPYLUEHUA NMNUAHOro obmeHa.

6. uddepeHumanbHyo QUarHOCTUKY MepBUYHbBIX
M BTOPUYHbBIX ANCTTUMUAEMUNA.

7. KnnuHnyeckne, Goxmmmyeckne n MonekynspHo-
reHeTU4YeckMe noaxoabl B AMArHOCTUKE PasfUYHbIX
HapyLLUEeHU NMNMaHoro obmeHa.

8. NokasaHnsa ons npoBegeHns MONeKynsipHO-reHe-
TUYECKNX NCCIegOBaHUN NPU HAPYLLUEHUAX NUNULHOIO
obmeHa.

9. MNokasaHnsa Ans cenekTUBHOro (KackagHoro)
CKPUHWHIa Ha HacNeACTBEHHbIE HapyLUEHWS IMMUAHOTO
obmeHa.

10. uarHocTmnyeckme wkanbl Npy NOCTaHOBKE Ana-
rHoza CI'XC.

11. OcHOBbI HacnegoOBaHUS rEHETUYECKN AETEPMU-
HMPOBaHHbIX 3aboneBaHNn U MeanKo-reHeTUYEeCKOoro
KOHCYNbTMPOBaHNSA NauWeHTOB C HacrenCTBEHHbIMU
HapyLUEeHUIMU NMUNUAHOTO 0OMeHa 1 YNIEHOB UX CEMEN.

12. NpaBuna B3sTUS, XpaHEHWS, TPAHCMOPTUPOBKM
M yTunmsauum Guonornyeckoro marepuana ans npo-
BeAeHUs1 NabopaTopHbIX Y MOMNEKYNAPHO-TEHETUHECKNX
nccnegoBaHun.

13. QueToTepanuio Npyv HapyLeHUax NUNugHoro
obmeHa.

14. HemeankameHTO3Hble nogxoabl (pusnyeckune
ynpaxHeHus, 6opbba ¢ KypeHnem) npocunakTmkm
CepaeYHO-COCYAMNCTbIX OCITOXHEHNI Y ML, C TSHKENbIMU
HapyLUEHNAMWN NUNUAHOro obmeHa.

15. OcHOBHbIe rpynnbl TMAOAUNNAEMUYECKUX Npe-
napatoB — MexaHu3M gencTBus, hapMakoanHaMuKy,
dhapMaKoKMHETUKY, NOKa3aHUs, NPOTMBONOKa3aHus,
no6oyHble 3dhdeKThI, NpaBuna HasHa4YeHus.

16. MpuHUMnbI nogbopa NMNUAOCHMKAOLLEN Tepa-
NN NPU PasnmMYHbIX HapYyLLIEHUAX NUNUGHOro obmeHa.

17. OCOBEHHOCTIN NeYeHNst HapyLLUEHWUIA INMUGHOTO
obMeHa y oTAenbHbIX Fpynn naumeHToB: 6epeMeHHble
YKEHLLMHBI U XKEHLLUMHbI B MEPUOA NakTauun; XEHLLUMHbI,
nnaHupyowmne 6epeMeHHOCTb; AeTU U NOAPOCTKM;
nuua c 3aboneBaHNs MU NEYEHN; C NaTONOrMen NnoYex;
nmua MHMUUMPOBaHHLIE BUPYCOM UMMYyHoAeduumnTa
YyenoBeka; NaumeHTbl MOXMIOro Bo3pacTa.

18. MpuHLUMNBLI MOHWUTOPUHIA N KPUTEPUM OLIEHKU
appekTMBHOCTU, HES(PDEKTUBHOCTU, HENEPEHOCUMO-
CTV MEeAMKaMEHTO3HON NUNUOOCHMKAOLEN Tepanuu.

BECTHWUK COBPEMEHHOW KJIMHWYECKOW MERULWHBI
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19. lMpuHUMNLI AMCNaHCepHO-ANHAMUYECKOro Ha-
OntoaeHus 3a nauuMeHTamu ¢ HacrnefcTBEHHbIMU Ha-
pyLUEHMAMMN NUNUGHOro obmeHa.

20. Mepbl NpohrnakTUKn 1 KOPPEKLMN OCITOXKHEHWI
1 NOBOYHbIX 3 PEKTOB MEANKAMEHTO3HOW NUMULOCHU-
XaroLlen Tepanuu.

21. XapaKkTepuCTUKN pasnuyHbIX MeTogoB adepe-
3a nunonpoTenaos. [NokasaHusi, MPOTUBOMOKAa3aHWsI.
Bbi6op metopga. OcobeHHOCTU KOMBUHMPOBAHHOMO
rnieyeHns ¢ MCrnonb3oBaHMeM METOAOB adhepesa numno-
npoTenaoB.

22. [NokasaHusa 1 NpPOTMBOMOKa3aHUs K Xmpypruye-
CKOMY NEeYeHN0 cepaevHO-CocyancTbix 3aboneBaHuni,
KOpPEKLMIO Tepanmm Npu NogrotToBke H0mbHbIX K one-
pauusm 1 B nocreonepalmoHHOM nepuoge.

Cneyuanucm G0oJuKeH ymems:

1. OpraHusoBaTb U y4acTBOBaTb B OCYLLECTBNEHUN
CKPWHWHra HapyLUeHWI NUNUgHOro obMeHa, B TOM Y1crne
HacneacTBEHHbIX.

2. MNMpoBecTtn onpoc GONbHOrO, NPUMEHUTL 00B-
€KTUBHble MeToabl 00cnegoBaHns, BbIsIBUTbL 00LLme
N cneumduryeckne NpusHakm HapyLleHuUs NUnUGHOro
obmeHa.

3. Onpegenutb HEOBXO0QUMOCTL creLumnarnbHbIX Me-
TOOO0B MccrnenoBaHus (BMOXMMUYECKNX, MOSNEKYNAPHO-
reHeTUYeCKNX, UHCTPYMEHTanbHbIX 1 Ap.).

4. OpraHu3oBaTb 3abop, XxpaHeHMe 1 TpaHCNopTu-
pOBKy Ouonorvyeckoro marepvana Ansi npoBeaeHus
nabopaTopHbIX U MONEKYNAPHO-FEHETUYECKNX UCCTie-
[OBaHUN.

5. OcyLlecTBnATb AMarHoCTuKy, anddepeHumnans-
HYIO OUarHOCTUKY HapyLUEeHWUA NUnuMOaHoro obmeHa, B
TOM YUCIe HaCneaCTBEHHbIX.

6. MiHTepnpeTupoBaTb pesysnbTaTthbl f1abopaTopHoi
(broxummnyeckomn, MONeKynapHO-reHeTUYECKON) U WH-
CTPYMEHTanbHON ONAarHOCTUKMN.

7. HasHaunTb guetotepanuio nNpu HapyLleHUsx
nunugHoro obmeHa, B TOM YUCTE HACNEACTBEHHbIX.

8. HasHaunTb Tepanuio NMnuaoCHMKaLWMMn npe-
napatamu npy pasfvyHbIX HapyLleHUAX NUNugHOro
obMeHa, B TOM Yuche y OTAerNbHbIX rpynn nauneHToB
(6epeMeHHbIEe XXEHLLMHbI 1 KEHLUHBI B Nepuoa nakTa-
LMK; KEHLUMHBI, NnaHupyowme 6epeMeHHOCTb; AeTu
1 NOAPOCTKU; N1ua ¢ 3aboneBaHMAMN NeYeHu; nnua ¢
BMPYCOM UMMYyHOoZedULMTa Yernoseka).

9. OcyLecTBNATb MOHUTOPUHT NIMNNO0CHMXKaOLEN
Tepanun. OueHnTb ee 3EKTUBHOCTL, HeadhdeKkTmB-
HOCTb, NEPEHOCUMOCTb.

10. YMeTb BbISBNATbL U KYNUPOBaTb OCHOXHEHUS
1 nobo4yHble 3 eKTbI NMUNMAOCHMKAIOLLEN Tepanuu.

11. OcyLecTBnATL ANUCNaHCEPHO-AMHAMUYECKOe
HabntogeHne 3a NaumMeHTammn ¢ HapyLeHUs MU NUNUA-
HOro obmeHa, B TOM YMcrie HacneacTBEHHbIMM.

12. OnpegennTb NokasaHus, NPOTUBOMOKa3aHUs
K adpepesy nunonpotengos. MNMpoBoanTb KOMOUHUPO-
BaHHOE IleyeHne C Ucnonb3oBaHuem adepesa nuno-
npoTenaoB.

13. OcyLuecTBNATb MeANKO-FreHETUYECKOE KOHCYTb-
TMPOBaHWE NaLMEHTOB C HAaCNeACTBEHHbIMU HapYLLEHW-
AMU NUNUOHOTO OOMEHa U YNEHOB UX CEMEN.

Cneyuanucm OosuKkeH enadems:

1. MeTogukor obcnenoBaHvs nauneHTa ¢ HapyLueHu-
€M NnuaHoro obmeHa, B TOM YnCe HacnenCcTBEHHbLIM.
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2. AnropnTMOM ANarHoCTUKK, AddepeHumnansHomn
ONarHOCTMKOM HapyLUeHWI NMNnaHOro obMeHa, B TOM
yucrne HacneacTBEHHbIX.

3. Anroputmamu nogdopa NUnUOOoCHMKaoLLEN Me-
ONKaMeHTO3HOW Tepanmm B 3aBUCMMOCTW OT TUMa Hapy-
LLEHUI NUNaHOro obmMeHa 1 0CobeHHOCTEN NaLueHTa.

4. AnroputmMamMn gucnaHcepHO-ANHaMUYeCKoro
HabnogeHns 3a nauMeHTamMu ¢ HacneAcTBEHHbIMU
HapyLIEeHNAMN NUNUAHOr0 obMeHa, MOHUTOPUHIa nn-
NUAOCHWXKAKLWEN Tepanunun.

5. HaBblkaMu gMarHOCTUKN 1 NTEYEHUS OCNOXHEHUI
1 No60YHbIX 3 PEKTOB MeANKaMEHTO3HOW NUMUOOCHN-
XaroLen Tepanuu.

6. HaBblkamn MeguKo-reHeTUYeCKOro KOHCYbTUPO-
BaHMSA MNaUMEHTOB C HAcneaCTBEHHbIMU HApyLLEHMSIMU
NIUNUAHOTO O6MeHa 1 YNeHOB UX CEMEN.

B cnyyae ecnn B MO, okasbliBatoLLEN MELAULMHCKYHO
nomotb nayneHtam ¢ HAHJ1O, otcyTcTBYIOT MaTepu-
anbHO-TEXHUYECKNE BO3MOXHOCTU AN NPOBEAEHUS
BCEro CrekTpa yrnyoneHHowm anarHocTuku, AaHHas MO
OOMKHa UMETb A0roBOPHbIE OTHOLLEHMS ¢ aApyrummn MO,
B KOTOPbIX AaHHbIE BO3MOXHOCTU UMEIOTCS.

CroCOBbI OrJIATbl MEAWNLMHCKON
rnomoltLn

Cnocobamu onnatbl MeauULUMHCKON MOMOLLIN, OKa-
3blBaeMOM B Bblleyka3aHHbix MO, moryT GbiTb cne-
ayoLume.

1. Mpwn okasaHUm nepBrUYHON Bpa4yebHON 1 NnepBuY-
HOW CNeLUnannu3npoBaHHOM MegMKO-CaHUTapHOM NOMO-
wu nayneHtam ¢ HAHJ1O B amBynaTopHbIX yCnoBUsX:

* 32 eaVHULY obbeMa MeaNLIMHCKON MOMOLLK;

* 32 MEeAULMHCKYI0 YCryry;

* 32 NOCeLLEHUE;

* 3a obpalleHne (3aKOHYEHHbIN cry4van).

2. [pv oka3aHW1 NepBUYHOM CrieLmann3vpoBaHHON
MeOnKO-CaHUTapHOW MOMOLM n/unu cneunannsmpo-
BaHHOW MeaMLMHCKON NOMOLLLM, OKa3aHHOW B YCIOBUAX
OHEBHOro cTaumoHapa, 3a 3aKOHYEHHbIN Cryvan neve-
HUs1 3ab0neBaHnsl, BKITKOYEHHOTO B COOTBETCTBYHOLLYIO
rpynny 3aboneBaHuii (B TOM YNCRe KIMHUKO-CTaTUCTK-
Yyeckue rpynnbl 3abonesaHun).

3. MNpwn okazaHun cneunann3npoBaHHON MeLULH-
CKOM NMOMOLLM, OKa3aHHOW B YCNOBMKSAX CTaunoHapa, 3a
3aKOHYEHHbIN cryvan neveHuns (rocnutanusaums npu
neveHunn) 3abonesaHUs, BKMOYEHHOITO B COOTBETCTBY-
towyto rpynny 3abonesaHui (B TOM YUCHE KIMHUKO-
cTaTucTmyeckme rpynnesl 3abonesaHuii).

4. Cnocobom onnatbl MEAULUHCKOW MOMOLLM,
BKItOvawLwen adepes NUNonpoTenaoB, OKa3aHHON
B YCIOBMUSAX AHEBHOro CTauMoHapa unu craumoHapa,
MOXET ObITb:

* 3aKOHYEHHbIV Criyyan neveHuns (cnyyawm rocnura-
nusauum npy nevyeHnn) 3abonesaHnsl, BKMOYEHHOTO B
COOTBETCTBYHOLLYIO rpynny 3abonesaHuii (B TOM uncne
KIMMHWKO-CTaTUCTUYECKME rpyninbl 3abonesaHnii), ecnm
adepe3 NUNonpoTengoB BKIOYEH B 3aKOHYEHHbIN
crnyvan neveHus;

* 3aKOHYEHHbIV Criyyan nevyeHuns (cnyyawm rocnura-
nusauum npu nevyeHnn) 3abonesaHusl, BKMOYEHHOIO B
COOTBETCTBYHOLLYIO rpynny 3abonesaHuii (B TOM yncne
KIMMHWKO-CTaTUCTMYECKUE rpynnbl 3abonesaHuii), B co-
YyeTaHMN C MeaMLIMHCKOM yCrnyron «adepes nmnonpo-
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TenaoBy, ecnv adepes NMNonpoTeENAOB He BKIOYEH
B 3aKOHYEHHbIV Criydan neyeHusi. Tak Kak cyLiecTByeT
6 meToaoB adhepesa NUNONpPoOTENAOB, KaXKabIN U3 3TUX
MeTOO0B MOXeET ObITb TapuULIMPOBaH Kak oTaernbHas
MeauLMHCKas ycnyra.

3akntoueHue. Kaxabii cybbekt PP, ucxogs ms
CBOMX MaTepuanbHO-TEXHUYECKUX, KaapoBbIX, du-
HaHCOBbIX MU MPOYUX BO3MOXHOCTEW, CITOXUBLUUXCH
pervoHanbHbIX 0COBGEHHOCTEN CUCTEMbI OKasaHus
MEAULIMHCKON MOMOLUM U NeKapcTBeHHOro obecneve-
HWS, MOXET co3aaTb ONTUMarnbHyo Anst cebsa cucremy
MapLIpyTU3auumn naumeHToB C HacreACTBEHHbIMM
aTeporeHHbIMN HapyLleHUaMuU nunuaHoro obmeHa,
co3fatb NUNuAHble KabWHETBI Y NMUNUAHBIE LEHTPbI B
Ka4ecTBe CTPYKTYPHOro nogpasaeneHns B MeguLMHCKNX
opraHM3auusix, oKasblBaloLMX Creuuann3upoBaHHyo
MeOWKO-CaHUTapHY MOMOLLb W/Mnun cneunanusnpo-
BaHHYH MeOMLIMHCKYH MOMOLLb.

Mpn oTcyTCTBMM BO3MOXHOCTEN B cybbekte PP
yrny6neHHoro o6cnefoBaHvs U NevYeHns naumeHToB
¢ HAHJ1O gaHHas meguumHckasi NOMOLLb MOXET ObITb
okasaHa B MO, HaxofsLwmxcst Ha TeppUTOpUM ApYroro
cybbekta P®, c onnato okasaHHOW MeAULMHCKOM
NMOMOLL CUCTEMON MEXTEeppPUTOprarbHbIX PpacyeToB.

Mpo3spayHocmb uccnedoeaHusi. ViccriedogaHue
He umesio crioHCcopcKol nodoep)xKu. Aemopbl Hecym
ronHyt0 omeemcmeeHHOCMb 3a rpedocmasneHue
OKOHYameribHOU 8epcuuU PyKOMUCU 8 rnevama.

Heknapayusi o puHaHco8bIX U Apyaux e3aumo-
omHouweHusix. Bce asmopbi npuHuManu yyacmue 8
paspabomke KoHyenuuu, dusaliHa uccredo8aHusi U 8
HanucaHuu pykornucu. OKoH4YamesibHasi 8epcuUsi PyKo-
nucu 6bina odobpeHa ecemu asmopamu. A8mopbl He
rosnyyanu 2oHopap 3a uccriedogaHue.

CocTaB KOMUTETa IKCNepToB Mo pa3paboTke
pekomeHgauun: C.A. bornuos (Mockea), C.C. BaxaH
(HoBocunbupck), M.U. Boesoga (HoBocnbupck), A.C. la-
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