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YBa)kaeMbl1 KJIUeHT!

B ycnoBuAx CTPAXOBAHWMA KPUTHMUYECKUX 300051€BAHWMM Mbl PA3bACHAEM MPUHLMMbI, KOTOPbIMWA Mbl
PYKOBOACTBYEMCSA NpW OKA3aHWKW Bam ycnyru. CTpaxoBaHue KpUTHUUECKKUX 306051eBAHWIM MOXKHO BbIBpaTh Npu
30KJ/II0YEHMM [0roBopad CTPAXOBAHMWA M3HM ERGO B KauecTBe AOMOMHUTENBHOMO CTPAXOBAHMUA, €Cnu Bbl
BbI6pPanv 0AnH MK 06a U3 cneayroLMX OCHOBHbIX CTPAXOBbIX MOSIMCOB: CTPAXOBAHKWE XM3HW, CTPAXOBAHWE
OT HECYACTHOrO CAy4as.

[MOMMMO HACTOALLMX YCIOBUKM, B OTHOLUEHUAX MEXAY HAMW M Bamu pencTsyloT Takxke Obwume ycnosua
YCNyr CTPAXoBAHMA XM3HW ERGO. Ecniv Mexkay HACTOALLMMU YCIOBUAMK U OBLLIMMKU YCIIOBUAMM CYyLLLEECTBYIOT
NPOTUBOPEUUA, TO Mbl UCXOAUM U3 HOCTOALLMUX YCIIOBHHI.

Bce ycnoBuA MOXXHO HOMTKH HA HALLIEM CAWTE: Www.ergo.ee

To, KaKK1e yCNnoBHUA JENCTBYIOT B OTHOLLUEHWW KOHKPETHOW YCIyrM U OrOBOPA CTPAXOBAHMWSA, YKA3bIBAETCSA B
CTPAXOBOM MoOJIMCe.

MoxanywcTa, yaenuTe BpemMs, YTo6bl BHUIMATENBHO MPOYMTATL YCI0BUA CTPAXOBAHMSA. [1pK BO3SHUKHOBEHHUH
BOMPOCOB CBAXWTECh C HOMU info@ergo.ee

MbI 6yaem pazbl BOM MOMOYb.

OrjiaBjieHHUEe

Koro mbl cTpaxyem

YTO NOKpLIBAET CTPAXOBAHME

Ha kakue ciyyamn CTpaxoBoe MOKpbITUE He pacrpoCTPaHAETCA (MCKITIOYeHKA)
Y70 Aenatb NpW HACTYMIEHUK CTPAXOBOIO Cy4as

KaKoBbI MPUHLMMLI KOMMEHCALMM
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CrMUCOK KpUTHYECKMX 30601EBAHUIM WU KPUTEPUEB AUATHOCTUKM
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Koro MsbI cTpaxyem

30CTPAXOBAHHOE NIULLO — 3TO NOMMEHHO YKA3dHHOE B I0roBope CTPAXOBAHWUA Gpr3MUecKoe 1L (fanee Takxke - Bbl). BospacT
30CTPAXOBAHHOIO JSIULIA HO MOMEHT 30KJ1I0YEHUWS JOrOBOPA OMKeH ObIiTb 0T 18 [0 64 neT. Bo3pacT 3aCTpaxoBAHHOIO NULLA B
[lOroBope MoXeT cocTaBNATb oT 18 fo 69 net.

BberAOﬂpMO6peTOTenb — 3TO 3A4CTpAXoBAHHOE JIULO.

YTO IMMOKpPHIBAET CTPAXOBaHHE

CTpGXOBbIM cnydyaem Mbl  CHMTAEM MOATBEPXKAEHHOE C MeAULMHCKON TOYKMU 3peHnA  KpUTU4HecKoe 3a6oneBaHue
34CTpAXOBAHHOIO JIMLA, KOTOPOE COAEPXHKMUTCA B YKA3AHHOM B MNoOJIMCe BAPUAHTE CTPAXOBAHUA U COOTBETCTBYET KPUTEPUAM
OANArHOCTUKU  KPUTHUYHECKHUX 306OJ'IEBCIHI4I71, OMUCAHHbIM B TMYHKTE 6.2. Cnucok 306OJ'IEBGHMI;I, KOTOpbleé Mbl CHHATAEM
KPUTUYECKUMHU 306OJ'IEBGHMF|MVI, npuBefeH B NMyHKTe 6.1 HacToALWMX YCNOBUM CTPAXOBAHHUA.

an HACTYynJIEHUU CTPAXOBOro cCjsyyas Mbl Bbinia4ynMBaem BbII'Op,OI'IpMO6PETGTEJ'IIO CTpPAxoByO CyMMy, OroBOp€HHYK B
AOoroBope CTpaxoBAHUA.

B CTPAXOBOM NOJIUCE Mbl YKA3bIBAEM, KaKoM BAPUAHT CTPAXOBAHUA KPUTUYECKUX 3a6051eBaHUM ,El,eﬂCTByET B OTHOLUEHWHU
3aCTpaxoBaHHOIo nMua. Bbl mOXkeTe Bbl6pGTb MeXxay ABYyMA BAPUAHTAMM CTPAXOBAHUA:

231 CTPOUXOBAHWE TpeX KPUTHYECKUX 3a60NeBUHUM, MPU KOTOPbIX CTPAXOBOE MOKPbITME OXBATbLIBAET
AWArHOCTUKY TOJTbKO CriefyHoLLMX 30601eBAHWIM: MHPAPKT MUOKAPAA, MHCYSBT M PACCEAHHBIN CKI1EpO3;

2.3.2 CTpaxoBadHUWe TpuAUATHU BOCbMHU KPUTHUYECKHUX 306OHEBCIHMFI, NpHU KOTOPbIX CTPAXOBOE MNOKpPbITUE
OXBATbIBAET AUATHOCTHUKY BCEX 306OJ'IEBGHI4I;I, YKA3AHHbIX B MyHKTE 6.1.

ﬂ,OFOBOp CTpPAXOBAHHA p,eﬁCTByeT BO BCEM MMUDpeE. CTpGXOBOG NoKpbITHE AeﬁCTByET CPOYHO A0 KOHL A KaJieHAapHOro Mecsua,
B KOTOPOM 3ACTpAXOBAHHOMY JIMLY UCMONHAETCA 66 nert.

Ha KaKHe CJTydaH CTPaxoBoe IMOKPHITHE He PaCIIPOCTPAHAETCS
(MCKJTIOYEeHH )

MbI He BbINIaYMBAEM CTpaxoBoe BO3MeLlleHKe B cyieyoLWnX cnyyvanax:

3.1.1 CNyyaM, HO KOTOpble CTPAXOBAA 3ALMTA HE pPACMPOCTPAHAETCA B COOTBETCTBMMU C OOLLMMK YCIOBUAMM
HALLUKMX YCNYr CTPAXOBAHMSA KM3HU (06LLMe UCKoYeHHsA);

3.1.2 AMArHO3 He COOTBETCTBYET BCeM TPeBOBAHMAM AUArHOCTUKM KPUTUUECKOTO 3a60/1€BAHUSA, NEePeUUCTIEHHbIM
B MyHKTe 6.2 HACTOALLMX YCIIOBUM CTPAXOBAHMSA, BKJIKOUAS C/yyYaW, OMUCAHHBLIE MPU COOTBETCTBYIOLLEM
3060/1€BAHKM, HO KOTOPbIE CTPAXOBOE MOKPbITUE He PACMPOCTPAHAETCS;

3.13 KpUTHuecKkoe 3a6omneBaHue 6bI10 AMArHOCTUPOBAHO B TEUEHWE MepBbiX TPeX MecsAueB C AdTbl Hauyana
[EUCTBUS CTPAXOBOIO MOKPbITUA MO KPUTUUECKOMY 3060/1€BAHMIO, YKA3AHHOMY B CTPOXOBOM MOJUCE;

3.1.4 KpUTHUveckoe 3a6o0neBaHMe 6bIIO0 BbI3BAHO YMbILWIEHHbIM TeNleCHbIM noBpeXaeHneMm 3dCTPAXOBAHHOIo
LA UK ero NonbITKOM cynumnaa;

3.15 MPUUMHOM KpUTHUECKOro 306051eBAHUA ABNAETCA 30HATHE 3ACTPAXOBAHHOIO NMULA NPOGEeCcCHOHANbHbBIM
CMOPTOM W/WJIM SKCTPEMAsTbHbIM BUOM CMOPTA, 3d UCKJTOUEHWEM Cyyds, KOTAd Mbl AOFOBOPHMCH C Bamu
B JOrOBOpe CTPAXOBAHWA 06 MHOM;

3.1.6 KpUTHUveckoe 3a6051eBaHMe CTANO I'IpM‘-IMHOﬁ CMepTH 3aCTpAXOBAHHOIO iU B Te4eHUe O4HOro mecaua co
AHA AUATHOCTUKKU KpUTHUYECKOro 3a6o0neBaHUA.

Mbl He BbINNauyMBaem CTpaxoBoe BO3MelleHne, eC/ii KpUTHUyecKoe 3a6051€BaHME BO3HMKIIO MO NpUYnHE, KOTOPAA NPoABUIACH
B nepuoa, Korga ctpaxoBsoe nokpbiTUe He Jevicteosano. Ecnu CTpaxoBoe NoKpbITHUE 6b110 NPUOCTAHOBJIEHO UK NpeKpdaLLeHo,
TO OHO HAYMHAET CHOBA AEMCTBOBATbL B OTHOLLUEHWH CTPAXOBbIX CJ/ly4aeB No KPUTUHECKUM 3a60n1eBaHUAM yepes Tpu Mecaua
nocne AAdTbl BOCCTAHOB/1EHHUA CTPAXOBOIO NMOKPbITHUA.

CTpOXOBClHMe KPUTUYHECKUX 3a6051eBaHUM He AEHCTByET, ecnu:
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6.1

3.3.1 30CTPAXOBAHHOE JIMLLO UMEET BPOXKAEHHOe 3a60M1eBaHME UTM MHBASIMAHOCTb, HOXOAALLMECA B MPUUMHHO-
CNefCTBEHHOM CBA3W C JMArHO30M KPUTHMUYECKOTO 3a60/1eBAHMS;

3.3.2 30CcTpaxoBaHHoe nuuo umeet CMUA nnu senaeTca HocuTenamm BUY-uHdpekumm;

333 30CTPAXOBAHHOE JIMLO CTpPAAdET ATEPOCKIEpPO30M, CAXAPHbIM AMABETOM, XPOHWYECKUMU TANXKENbIMU
dopMamu 3a601€BAHKI KPOBH, MEYEHH, MOYEK MUITK NETKUX

33.4 30CTPAXOBAHHOE NTUL0 ABAGTCA MCMXMUYECKU B0SbHBIM UITM UMEET XPOHUUYECKOE TAXKETI0e HEBPOJIOrMYecKoe
paccTponcTBO;
335 CNyYyal HAXOAWUTCA B MPUYMHHO-CIIEACTBEHHOM CBA3M C ynoTpebrieHWeM ankorons, HAPKOTMKOB,

TOKCHUYECKHUX UM HOPKOTHUYECKUX BeLleCTB UIU He HO3HAYEeHHbIX BPA4YOM NNeKAapCTBEHHbIX CpeACTB;

3.3.6 30CTPAXOBAHHOE JIULO MepeBeAeHO B CreuuanbHoe 06pa3oBATENbHOE YUpeKAeHWe WU UCMonHAeT
nuwaiollee csobofbl HAKA3AHWE, NGO AO/MKHO MOMb30BATLCA 06A3ATE/IbHBIMU - MEAWLMHCKUMHU
BCMOMOraTe/IbHbIMU CPEACTBAMM.

YTO menaTh IIPH HACTYIUIEHHUH CTPAXOBOIo CiIydast

CoobLMTe HOM O AMATHO3E KPUTHUECKOro 3a60/1IeBAHUS HE3AMeASIMTeNbHO, HO He Mno3aHee YeM B TedeHue 30 aHer nocse
AMATHOCTHMKKY 306051€BAHMSA, U COOBLLMTE HOM CleAYioLLMe AaHHbIe:

41.1 XOAATAMCTBO O BO3MELLLEHWH;
4.1.2 YAOCTOBEPAIOLLMIA BaLly JIMUHOCTL JOKYMEHT;
4.13 MeJMLMHCKME AOKYMEHTbI, MOATBEPXAdtoLMne Balle KpuTUueckoe 3a601eBAHKE: OTHOCUTEIBHO UCTOPUM

6051e3HH, AMarHo3a 3a60/1eBAHUSA, ero TeUEHMs], TECTOB, JIEUEHWUS U MPOBELEHHbIX OMNepaLmii;
41.4 npouune Tpebyemble HOMW JOKYMEHTbI, BAXKHbIE [/151 yCTAHOBNIEHUS1 06CTOATENILCTB CTPAXOBOMO C/yyds.

Ansa YyCTAHOBNEHUA 0653aHHOCTH BbINIATHI Mbl Brpaee HANpPAaBUTb Bac Ha gononHuTenbHOEe MeauLMHCKoe O6Cﬂep,OBGHMe
nnn MmeguUumHCKoe ocBngeTesibCTBOBAHUE.

Ansa YCTAQHOBNEHUA CTPAXOBOro Csiyyas Mbl Bnipase O6pGTMTbCH 30 AONOSHUTENbHOM VIHC')OPMGLI,MEFI K neumBLuMM Bac Bpayam
N MEAUUMHCKUM yupeXxXaeHUAM.

KaKoOBbI MIPUHIIUIIBI KOMII€HCAallHH

I'IpM HACTYN/1€HUKU CTPAXOBOIo C/1y4as Mbl Bbin1a4ynBaeM CTpAxoByo CyMMY MO KpPUTUHECKOMY 3a6o0neBaHUIO 3AaCTpaxoBaHHOro
nmua eJMHOBpeMeHHbIM NNaTeXoM.

CTpaxoBas CyMMd KX 00 3aCTPAXOBAHHOIO JIULLA BbINIQUMBAETCSA TONIbKO OAMH pa3, HE3ABMCMMO OT KONTMUECTBA KPUTUUECKHX
3a601eBAHWUI UKW MX NOBTOPEHMA. MNocse BbINIATbI BCEM CTPAXOBOM CyMMbl CTPAXOBOE MOKPbITHE NMpeKpaLLaeTcs.

Ecnu Bbl yBeNnU4nuiIn CymMMy CTPAXOBAHHUA KPUTHUUECKHUX 306011€BAHUN, U Y 3aCTpAXoBAHHOro Jsunua AWMArHOCTUPYHOT
KpUTHnyeckoe 3a6o051eBaHME B TeueHue nepBbIX Tpex MecAueB C AATbl yBeJIMYeHUA CTpGXOBOVI CyMMbI, Mbl BbinnaynBaem
CTpaxoBoe BO3MelleHNne KpUTU4eCKUM 3a060n1eBaHUAM B CymMmMme, COOTBETCTByPOLLl,eH CTpCIXOBOl7I CymMmMe, OerCcTBOBABLLEN A0
yBennveHuA.

CIIHCOK KPUTHYECKHX 3a60/IeBAHUH U KPUTEPHEB JUATHOCTHKH

CrKCOK KpUTHUYECKMX 306011€BAHMM:

*  WMHoapKT MMoKapaa

*  WHcynbT

*  PacceaHHbIM cknepo3

*  LllyHTMpOBAHKE KOPOHAPHOW ApTEpUH

° XpOHM‘-IECKOE 3a60neBaHUe Nnoyek
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6.2

*  TpAHCMIAHTALMA BAXXHOMO OPraHd, CoeJMHUTESNIbHON TKAOHW UM KOCTHOrO MO3rd
+  Onepauwmsa Ha cepAevyHOM KanaHe

+  Onepauwua Ha aopTe

+  [Mapanuu KoHeyHoCTen

+  [nybokas noteps 3peHus

» [nyxota

* [loTepa peun

+  bonesHb AnburermMepa

+  [locToAHHOE BereTaTUBHOE COCTOAHME

* AnnacTtuuyeckas aHemua

«  JlobpokauecTBeHHASA OMyX0/b MO3rd

+  [lepBMYHOA KAPAMOMMOMNATHA

«  Taxenoe 3abonesaHne neyeHu

¢ XpoHMWuecKoe 3a601eBaHWE NErKUX

Koma

+  Cnopagwnyeckas 6onesHb Kpenudenbara-ikoba

«  OcTpblit BUPYCHbIV 3HLedaANUT

*  OyNbMUHAHTHBIV BUPYCHbIW FrenaTuT

«  Taxenaa TpaBMa rososbl

*  BUY-uHbeKuma BcneacTeme nepenmBaHUA NPOAYKTOB KPOBH
*  BWY-uHdeKkumsa, nonyyeHHas Ha paboTe HO COOTBETCTBYIOLLEN JOMIKHOCTH
+ [loTepsa KOHeYHOCTEN

*  Oxoru TpeTbem cTeneHu

»  bonesHb ABMraTenbHOro HeMpoHa

*  baKTepuanbHbIM MEHUHTUT

*  MbiweyHas guctpodus

+  [lepBMYHOA NEroyHAA TMNEpPTEH3MA

*  MpunonaTtnyeckas 6onesHb MapKUMHCOHA

*  CucTeMHbIN cKNepo3 (cknepoaepma)

*  CucTemMHas 5pMTEMATO3HAA BOYAHKA

*  XpoOHMWuecKoe BOCMAneHWe NOAXKeNYA0UHOMN XKese3bl
*  TaKenbli peBMATOMAHBIN APTPUT

*  HekpoTuueckui pacuuur.

Cnncok KpuTepueB AUATHOCTUKHU KPUTUYECKUX 3060/1€BAHUIA:

6.2.1 UHapKT MHoKapaa

MHPApKT MMOKApAA - 3TO CMepTb CEepAEYHOM TKAHW M3-3a AJIMTENIbHOM 06CTPYKUMWM KpOBOTOKA. Ha
OCHOBOHWKW AGHHOMO OnpefefieHus, Ha MHOAPKT MUOKAPAA YKA3bIBAET YBESIMYEHWUE W/WMK CHUXKEHWe
copepKaHua 6uomapkepoB cepguad (TponoHWH unu KOK-MM ) po 3HauyeHWH, KOTOpble CUYMTAOTCA
ANArHOCTUYECKUMU ANA MHAPKTA MMOKAPAQ, HAPAZY C KOK MUHUMYM [IBYMA CIeAYIOLLUMU KPUTEPUAMM:

*  CMMNTOMbI ULLEMWM (TAKKe KaK 601b B rpyam);

*  M3MeHeHuWA aneKTpokapanorpammsl (3KI), ykasbiBaroLLMe HA HOBYHO MLLIEMUIO (HOBble U3MeHeHHWA ST-T
nnu HoBasa 6510KaAa NIEBOM HOXKHM NyyKa M1ca);

«  06pa3oBaHWeE NATONOrMYECKKX 3y6L0B Q B 3K

JAnarHos gomkeH 6bITb noAaTBep»AeH KapanoJiorom.
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6.2.2

6.2.3

YKasaHHoe Bblille onpegeneHve He NOKpbIBAET crieaytoLlee:

e OCTpblii KOPOHAPHBIW CUHAPOM (YCTOMUMBASA WM HEYCTOMUMBASA CTEHOKAPAHWS);

¢ yBeJIMYEHWE COLEPKAHWA TPOMOHWHA 6e3 BUAWMOW MLleMuuecKkoi 6onesHW cepaua (Hanpumep,
MWOKAPAWT, OKPYrfieHWe BepXYLUKW CepALd, COTpsCeHWe cepAaud, SMOONMA JIErKUX, TOKCUUYHOCTb
NeKApCTBEHHbIX CPeACTB);

*  WHOAPKT MMWOKAPAA C HOPMAJIbHBIMK KOPOHAPHLIMKU APTEPUAMM WNIM  BbI3BAHHLIA BA30CMA3M
KOPOHAPHbIX APTEPUM, MWUOKAPAWAJSIbHBIM MOCTOM WKW 3710ynoTpebrieHneM  JIeKapCTBEHHbLIMU
CpeaCcTBAMU/HAPKOTHUKAMM;

*  WHGAPKT MUOKAPAA, KOTOPbIK BO3HWUKAET B TeUeHWe 14 AHel nocsie KOPOHAPHOW QHTMOMIACTUKK WK
LUYHTUPOBAHMUS.

UHcynbr

CMepTb TKOHW FOSIOBHOMO MO3rd OT OCTPOro LepebpasibHO-COCYAMCTOro CObbITUA, MPUUMHOM KOTOPOro
ABNAETCABHYTPUYEPENHbLIM TPOMB03, STMKpOBOTEUEHKE (BTOMUMCIIe CyDOApAXHOMAAIBHOE KPOBOU3NUAHKE),
MM 3MBOSIMA U3 SKCTPAKPAHMANBLHOIO MCTOYHMKA, MPKU KOTOPOW HabogaeTcs cneaytoLlee:

*  OCTpOE HAa4asI0 HOBbIX HEBPONOrMYECKUX CUMMTOMOB;

*  HOBble 06LEKTUBHbIE HEBPOOTrMYeCcKhe AePULIUTBI * MPU KIIMHUUYECKOM OCMOTPe.

HeBponormuecknit geduUUT AOMKEH COXPAHATLCA B TeueHWe 6osnee ueM Tpex MecAleB Mnocsie AATbl

NMOCTOHOBKKW AMArHo3d. JlMarHo3 JosKeH OblTb NOATBEPXKAEH HEBPOJSIOrOM W MOAKPENJIeH pe3ynbTaTaMu
MccnefoBAHMI C MOMOLLbIO M306paXKEHHUH.

BbILLeyKa3aHHOE onpejesieHue He MOKPbLIBAET ClejytoLLee:

*  TPAH3WTOPHASA ULLIEMMYecKas aTaka (TUA) v anunTenbHbIM 06paTUMbIN MLLEMUYECKWI HEBPOJIOTMUYECKUH
aeduumr;

*  TPABMATHYECKME MOBPEXAEHWUA TKAHEN WKW COCYA0B roJIOBHOMO MO3rd;

* HeBpoJsiormyeckme ﬂ,e(bMLLMTbI u3-3a obuien FMNOKCHH, VIH(IJEKLLMM, BOCMANUTENbHOIrO 3060/1eBaHUA,
MUIpeHn N MeauUMHCKOro BMeLaTeNbCTBA;

e C/lyyaiHble OBHApPYXKEHWA NPU UCCNIELOBAHUM C MOMOLLbIO U306paxKeHWi (MccnegoBanms KT nunu MPT)
6e3 ABHO CBA3AHHbIX KTMHUYECKUX CUMITOMOB (TUXWMIA MHCYNLT);

*  CMepTb 3pMUTEIbHOIO HEPBA, USIM CETUYATKM, UK TKAHW BECTUOYNAPHOIO OpraHda.
BblleyKa3aHHOe onpefesieHne He NOKpbIBAET crieaytoLlee:
*  OTK/OHeHWA, 3aMeyeHHble npu uccrnefoBdHUAX KT wunu MPT, unn nocpenctsoM Apyrux MeTofoB

AWNArHOCTUKHK NocpeaCcTBOM M306pO)KeHM171, 6€3 ABHbIX CBA3AHHbIX KIIMHUUYECKHUX CUMNTOMOB;

¢ HEBpOJIOTMYECKWE TMPU3HAKK, BO3HWKAKOLWME 6e3 CHMMMNTOMATUUYECKOrO OTK/IOHEHWA, HAmnpuMep,
APKOCTb pedneKcoB 6e3 Apyrrx CUMNTOMOB;

° CUMNTOMbI NCUXOJTIOTMYECKOro Uiiv NCUXUATPUYECKOI0 MPOUCXOXKOEHUA.

PaccesAHHbIW cKnepos

YeTKuM guarHos pacceaHHOro cknepo3a [oJikeH 6bITb noaTeep»aeH HeBpOJIOroM U nogkpernsieH BCeMU
cnefyrouwmMn KpUTepuamu:

*  CYLEeCTBYIOLLEE K/IMHWYECKOE PACCTPOWCTBO [ABMrATENIbHOM WSIM CEHCOPHOW YHKLMM [OSIKHO
BO3HMKATb NMOCTOAHHO B TeYEHWE HE MeHee LIEeCTU MecsLes;

* MATrHUTHO-Pe30HAHCHAaA TOMOFqu)I/IFl (MPT) nokasbiBaeT He MeHee ABYX XAPAKTEPHbIX A4N1A pACCeAHHOro
CKN1iepo3da geMUesTIMHU3UPYLWKX ﬂOpCI)KeHVIl‘Jl B r0OJ1I0OBHOM WUJIM CMUHHOM MO3re.

BbILLeyKa3aHHOe onpejesieHue He MOKPbLIBAET ClejytoLLee:

° BO3MOXXeH pClCCEﬂHHbIl;i CKJ1ep03 U HeBpPOJ1orMyeCcku Unu pagmnuonornyeckn U3oIMpoBAHHbIE CUHAPOMBI,
KOTOpble YKA3bIBAKT HA pClCCEHHHbII;l CKJ1epo3, HO He ABNAKTCA AN1A Hero AMarHoCTU4eCKUMH;

*  W30NMPOBAHHbIN HENPUT 3pUTENLHOIO HepBA M neuromyelitis optica.
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6.2.4

6.2.5

6.2.6

6.2.7

LLlyHTMpPOBAHUE KOPOHAPHOMW ApTepuH

Onepaums Ha cepaLie A1 KOPPEKTUPOBKK CY>KEHMA WK 30KYNOPKKU ABYX U Bonee KOPOHAPHbIX ApTepHi
LWyHTAMK. [oKpbITA onepauma Ha cepALe C NOSIHOM CTEPHOTOMKUEN (BEPTUKASIbHLIM PA3pe3aHUeM rpyAHOM
KNETKM) Y MWUHUMASIbHO WMHBA3MBHBLIMK MpoLesypaMH (4OCTUYHAA CTEPHOTOMWA WSIM TOPAKOTOMMS).
Kapaunonor unv Kapauoxupypr LOMKEH CYUMTATb OMepALMI0 HEOBXOAWMOW C MEAULIMHCKOW TOUYKK 3peHHH,
M HeobXxoAMMOCTb MPOBEAEHWS OMEepALMM JAOMKHA ObiTb MOAKPENSIEHO pe3yfbTATAMU KOPOHAPHOM
PAHTMOTPAMMbI.

BbILIJeyKCBGHHOE onpejgesieHne He NoKpbIBAEeT cliefytoulee:

¢ LUYHTMPOBAHWE KOPOHAPHOW APTEpPUU AJIA JIEUEHWUA CYXKEHWS WM 3AKYMOPKWU OLHOM KOPOHAPHOM
apTepuu;

° KOPOHAPHAA AHIMOMJIACTUKA UKW CTEHTUPOBAHMUE.

XpOHM‘-IECKOG 3a6oneBaHue Noyek

XpOHI/Il-IECKCIﬂ n HeOGpCITMMCIﬂ HeoCTATOUYHOCTb 0beux noyek, B pe3ynbraTte KOTOPOPI Ha4ynHaeTcA
remoaManus unu ﬂepVITOHeCIJ'IbeIIZ Ananus, Uam coeepLlaeTca nepecagka rno4vxku. ﬂ'MCU'IM3 JlOJKeH bbITb
HeobXxoMM C MefMULIMHCKOM TOUKHM 3peHnAa U noaTeepXaeH He¢pOﬂOFOM.

BbILLIeyKCl3CIHHoe onpegesieHne He NOKpbIBAET cliefytoulee:
. ocTpasn OGpClTMMCIﬂ noyeyHaAa HeAOCTATOYHOCTb C Bpe€MEeHHbIM NMo4vYeYyHbIM AUAJTU30M.

TpOHCI‘IﬂOHTOLIMﬂ BAXXHOrO OpraHa, COeJMHUTEJIbHOW TKAHU UK KOCTHOIO MO3ra

30CcTpAaXoBAHHOE NULO AOMKHO ObITb PELIMTMEHTOM OAHOTO WUSIM HECKONbKWUX CNIEAYIOLLMX anorpadpToB
WK romorpadTos:

*  cepaus;

*  MOUuKQ;

*  neueHb (BKOUAsA NEPECAAKY Pa3AesieHHON NeveHH 1 MeYeHU SKMBOro A0HOpA);

«  flerkoe (B TOM Uucie, NepecagKa ferkux XMBOro JOHOPA MW NepecagKa OLHOMo Nerkoro);

*  KOCTHbIW MO3r (af/ioreHHas TPAHCMIAGHTALMS TeMOMOSTUYECKMX CTBOJSIOBbIX KIETOK, KOTOpOM
npeaLecTByeT TOTANLHASA ABAALMA KOCTHOrO MO3ra);

*  TOHKOA KULLKQ;

*  MoAXKenyaouHas XKenesd.

JlaHHOe onpeferieHMe TAKXKe MOKPbIBAET YACTUUHYIO MM MOJHYIO MEPECAAKY JIMLA, KUCTU PYKH, PYKU U
HOrW (Mepecagka C UCMOoJIb30BAHWEM aIorpadTd U3 COeAMHUTENIbHOM TKaHM). CoCTosHWE, NpUBeLLee
K TPAHCMIQHTALMW, [O/MKHO ABATHCA HEW3NIEUMMbIM HA OCHOBOHWMW MOATBEPXKAEHWS CMELMAnNCTA,
MOJTyYEHHOTO JI06bIM PYrYM METOLOM.

BbiLLeyKa3aHHOEe onpejesieHue He MOKPbLIBAET ClieAytoLLee:

¢ TPAHCMIQHTALMA APYrMX OPraHOB, YACTEN TENA UMW TKAHEN (BKJTHOUAA POrOBHLY U KOXY);

* nepecagka Apyrux KneTok (Bkntouas OCTPOBKOBbl€ KJIETKW U Apyrue CTBONOBble KJ/1e€TKKU, Kpome
remMomno3TUUYECKHMX).

Onepauun HA cepAevyHOM KnanaHe

OI'IepQLI,VIFl Nno 3aMeHe NN KOppeKUMKU OQHOIO TN HECKOJTbKKUX ,El,ed)eKTHbIX cepAeyHbIX KnanaHos. Bkntouas
MWUHUMAJIbBHO MHBA3UBHbIE WU KATETEpPHbIE Mpouenypbl. JaHHoe onpegeneHve nokpbiBaeT cneayrouime

npoweaypbl:

*  30MEHA WKW KOPPEeKLMA CepAeYHOro KanaHa MosIHoM CTepHOTOMUeW (BEPTHKAJIbHBIM pa3pe3aHreM
rPYAHOM KNETKM), YOCTUYHOM CTEPHOTOMUEN UK TOPAKOTOMUEW;

+ [poueaypa Pocca;

*  BO/ILBYJIONJIACTMKA HAO OCHOBE KaTeTepa;

e TPAHCKATETEPHAA UMMIAHTAHLMA OpTaAsibHOro KnanaHa (TAVI).
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6.2.8

6.2.9

6.2.10

6.2.11

6.2.13

KOPAMOHOF UNU KApAUOXHUpYpr A0/XKHbI CHUTATL onepauuio HeobXxoAMMOM C MeAULMHCKOM TOUKM 3peHusa,
M HeobxoauMOCTb onepauun  LOJKHA 6bITb noATBepXXAeHa pe3ynbTaTdMKU  3XOKapAuorpaMmmbl UK
KaTeTepusauuu cepaua.

BbILIJeyKCB(]HHOG onpejesieHne He NOKpbIBAET ciefytoLlee:
* KJIMNUpoBAHWE MHUTPAJIBHOrO K/1ANAHA NMpy NOMOLLK KaTeTepa.

OHEPOLIMFI Ha aopTe

Onepawums no JIEYEHHUIO CYXKEHWUS AOPTbI, 3AKYMOPKK, AHEBPU3MbI WU AUCCEKLMK. [JaHHOe onpeaeneHue
MOKPbIBAET MWUHWUMAJIBHO MHBA3WBHbIE MpOLeAypbl, TAKME KAK SHAOBACKYNAPHOE MPOTE3MPOBAHME C
MCMONb30BAHUEM CTEHT-TPAPTOB. XUPYPr AOJIKEH MOCYMTATL OMEPALMI0 HEOBXOLMMOM C MeAWMLMHCKOM
TOUKM 3peHMA, U HEOBXOAUMOCTb OnepaLMK JOMKHA ObITb NOATBEPXKAEHA PE3YNLTATAMM UCCIe[OBAHUIA C
MOMOLLIbIO M306PAXKEHHHA.

BbILIJeyKGBGHHoe onpejesieHne He NoKpbIiBAeT cliefytoulee:

¢ Onepauuu Ha BETBAX MPYAHOW WIS BPIOLLHOM AOPTbI (B TOM YKcCsie dopTo-GemMOopasibHOe MM dOpTO-
WMAKASIbHOE LUYHTUPOBAHKE);

e onepauMu MO HACNEeACTBEHHbIM HAPYLUEHUAM COEAMHMUTENIbHOM TKAHM, CBA3GHHLIM C OAOPTOM
(Hanpumep, cuHapom MapdaHa, cuHapom dnepca-Aannoca);

° onepauus nocsie TpaBmMbl AOPThI.

Mapanuy KoHeuHoCTEN

MonHas u HEO6p0TMMClF| noTepAa MblLlL, No6bIX ABYX KOHEeYHOCTen U3-3a TPpABMbl CMMKUHHOIO Mo3ra unu
rosIOBHOMO MO3rd, UK 3a6oneBaHmsA. KOHEYHOCTb onpegenAaeTca KAk uesiaa pyka unu uenaa Hora. I'Iapoan
AOJIKeH NMpoTeKdaTb 6onee Tpex Mecaues, 6bITb noATBepXAeH HeBPOJIOroM U noAakpernseH pe3ynbratamMu
KIMHUYECKUX U AUATHOCTUYECKUX UCCIIef0BAHUM.

BbILIJeyKCB(]HHOG onpejgesieHne He NOKpbIBAET ciefytoulee:

*  NApanuny 13-3a CaMOMOBPEXAEHHUA U MCUXOSIOMMUECKUX HAPYLLEHWH;
*  Cungpom lNviieHa-bappe;

. ﬂepMOJJ,M‘-IeCKMﬁ WU HOCNeACTBEHHbIN napanuy.

my6okas noTeps 3peHUn

[mybokas notepa 3peHWa y 0boux rnas, NpUYMHA KOTOpPOW - 6OnesHb WMAKW TPABMA, KOTOPblE Hesb3f
CKOPPEKTUPOBATH pePpaAKLMOHHOM KOpPEKLMEN, TeKAPCTBEHHbIMU CPeACTBAMU UK onepauuent. Fnybokas
noTeps 3peHus - 3To Mbo ocTpoTa 3peHus 3/60 nunu mexbLue (0,05 v MeHbLUe B AELMMANbHOM CUCTEME)
B MPABOM /103y MOCs1e NyYllen KOPPeKLMM, b0 none 3peHra AMaMeTpom MeHee yem 10° B NpaBoM rnasy
nocne nyylien Koppekumu. InarHos AosmKeH 6biTb MOATBEPKAEH 0PTASILMOSIONOM.

yxoTa

YeTKWIM AMArHO3 CTOMKOW M HeobpaTUMOW NMoTepuU Criyxd B 060MX yLLAX B pe3ynsTate 3a601eBaHWUA WK
CJlyYdMHOW TPaBMbl. [IMArHO3 AO/MKEH ObiTb NMOATBEPXKAEH OTONIAPUHIONIONOM W MOAKPEnsieH CpefHWUM
roporom cnyxa 6onee 90 Ab B npaBoM yxe Npu NOMOLLM AyAUOMETPHU YACTOrO TOHA.

BonesHb Anburerimepa
YeTKni gnarHos 6onesHun AnbLrerimepd, KOTOPbIM JOKA3bIBAKOT BCE C/IeAYHOLLME NPU3HAKK:

*  MOTepsi UHTENNEKTYASIbHbIX CMOCOBHOCTEN, BKIOUAOLLAA HAPYLUEHWE MAMATU WU UCMONHWUTESNIbHbIX
byHKUMK (MocneoBaTeNbHOCTb, OPraHW3auus, abcTparMpoBaHMe WM NIAHWUPOBAHKE), UTO NPUBOAMT K
CyLLeCcTBEeHHOMY 0C/1aB1eHMI0 MCUXUYECKOTO U COLMANIBHOTO GYHKLIMOHABHOIO COCTOSHHS;

° M3MEeHEeHHWe JINYHOCTHU — NOCTEeNeHHOe Ha4Yas10 U NOCTOAHHOE yXyAluleHHWe KOTHUTUBHbIX q)yHI-(Ll,VIVI;

+  OTCYTCTBYeT pACCTPOMCTBO CO3HAHMS;

*  TUMMWYHbIE Pe3yNbTATbI MCUMXOHEBPOOrMYECKHUX U HEBPOJIOTMUECKUX UCCIIeAJ0BAHMIA C UCMONb30BAHWUEM
n306paxkeHnH (Hanpumep, KT-nccnefoBaHue);

+  3a6oneBaHHWe TpebyeT NOCTOAHHOIO HA6AEHHA (24 Yaca B CYTKH).

,D.MCIFHOB M Heo6X0AMMOCTb HABNOAEHWUA AOMXKHbI ObITb noaTeepXAeHbl HEBPOJZIOroMm.
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6.2.14

6.2.15

6.2.16

6.2.17

BbILLIeyKCl3CIHHoe onpejgesieHne He NOKpbIBAET cliefytoulee:

. apyrue d)OprI AeMeHUuUHn BCneacTteue TrosioBHOro Mo3ra MU  CHUCTEMHbIX HClpyLLIeHMﬁ nnu
NCUXUATPUYHECKUX COCTOAHUMN.

lMocToAHHOE BereTaTUBHOE COCTOAHUE

BereTtaTtnBHOe coCTOAHME — OTCYyTCTBME pedKUMKN U CO3HAHUA MU3-30 AMCd)yHKLI,MM I'IOJ'IyLLICIpVIﬁ rOJIOBHOIO
MO3ra, nNpyv 3TOM CTBOJ1 TOJIOBHOIO MO3rda, KOHTpOJ'IMpyPOLLlMFl AbIXaHWe U ¢yHKLI,I/|lO cepaua, He noBpexaeH.
YeTKMK AMArHO3 JOSIKeEH 6bITb noAaTBepXxAeH BCeMU cneayroWwmMn NPpU3HAKAMHU:

*  MOJIHOe OTCYTCTBUE OCBEAOMIEHHOCTH O cebe 1 OKpyKatoLLer cpese;

¢ HecrnocobHOCTb 06LLATLCA C OKPYKALLUMK;

e OTCYTCTBYIOT CBWAETENbCTBA [AJIMTESIbHBIX WS BOCMPOMU3BOAALLMXCSA MOBEAEHUECKMX OTBETOB HA
BHELUHWE pa3fapaXxuTenu;

*  COXPAHWNUCb GYHKLMK CTBOSA FOSIOBHOMO MO3rd;

*  WUCK/IOYEHWE [ApYrHX W3MEeYMMbIX HEBPOSIOTMYECKMX WU  MNCUXMATPUYECKUX PACCTPOWCTB C
COOTBETCTBYIOLMMKU  HEUPOPU3MONOTMUECKUMU UMM MCUXOHEBPONOMMUYECKUMHU TECTAMM WU C
MOMOLLbIO MCCNIeA0BAHWI C UCMONb30BAHWEM M306paXKEHHH.

AnnacThueckas dHeMUA

YeTKMM AMArHO3 anjacTUYECKOM AHEMWW, pe3ynibTATOM KOTOpPOM ABNAETCA TAXKEeNasa HefoCTATOYHOCTb
KOCTHOro MO3ra BMecTe C GHEMHWEH, HeMTponeHuen U TpombounToneHnen. COCTOAHWE JOMKHO JIEUUTLCA
nepenMBaHWEM KPOBH U XOTA Bbl OHUM U3 CIeAYHOLLMX METOLOB:

*  JIeKApPCTBEHHblE CPEACTBA, CTUMYSIUPYIOLLME KOCTHbIW MO3T;
*  UMMyHOZEMNPEeCCaHThI;

° TPAHCMJTIAHTALMA KOCTHOIO MO3ra.
JAnarHos gosmkeH 6bITb NoATBEpXXAEH reMaToJIOroM U nogKkpenieH FMCTONIOrMEN KOCTHOMO MO3ra.

AOGPOKG‘leCTBEHHGH onyxoJsib Mmo3ra

YeTknn pauarHos AOGpOKCI‘-IeCTBeHHOﬁ (He 3noKayecTBeHHOM) OonyxoJjih rosioBHoOro Mosrd, Kotopas
pacnosioXxeHa BHYTpU Yepena U NponucxoauT U3 TKAHKU MO3ra, 060/104KM FOIOBHOMO MO3ra WK yepenHbIX
HepBOB. OI'IyXOJ'Ib HeobXxoAMMO NeUnTb XOTA 6bl OAHWUM K3 cnejywouwmMx MeTohoB:

*  MOJHOE WK HEMOJTHOE XMPYPrUUecKoe yadseHue;
¢ CTEpeoTAKCHUYECKAs pajMOXUPYprus;

*  pAAMOTEPANMA C HAPYXKHbIM 06sTyUeHHEM.

Ecnn no MeaMUMHCKMM MOKA3AHMAM HWU OAWH W3 BAPWUAHTOB JIEYEHWA HEBO3MOXKEH, OMyXOJib AO/HKHA
CTATb NPUUYMHOM CTOMKOrO HEBPOSIOrMyeckoro aeduuuTa !, KOTOpbI AOKYMEHTUPOBAJICA MO MEHbLUEH
Mepe B TeYeHWe Tpex MecALeB Nocse AaTbl MOCTAHOBKW AMArHo3d. JInarHo3 gosmkeH 6biTb NOATBEPXKAEH
HEeBPOJIOrOM WM HEWPOXUPYProM W MNOAKPENsIEH Pe3ynsTATAMW WCCNEfOBAHWM C  WCMOSb30BAHWE
M306paXKEHHH.

BbiLLeyKa3aHHOE onpejesieHue He MOKPbLIBAET ClejytoLLee:

«  JIMarHoCTHKa W neyeHue NobOM KUCTbI, FPAHYIEMbI, FAMAPTOMbI MM AQHOMAJIMM PA3BUTHUA BEH MNW
apTepui ronoBHOMO MO3ra;

° onyxoJjiu NnpuaaTKa roJioBHOro Mo3ra.

I'IepBuqH(m KapauoMmuvonaTua

YeTKWI ANATHO3 OJHOKM U3 CNeYIOLMX MePBHUUHBIX KAPAUOMUOMNATHUI:

¢ AMNATALMOHHAA KAPAWOMUONATUS;
*  runepTpoduruyeckas KapgrMoMnonaTua (06CTPYKTUBHAA M HEOBCTPYKTUBHAA);
*  PecTpUKTWMBHAA KAPAUOMUOMNATHS;

° JPUTMOreHHAA KapaAnoMHUOoMNaATHUA NpaBOro »Kesayaoyka.
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6.2.18

6.2.19

6.2.20

3aboneBaHWe JOMKHO BbI3BATb KAK MWUHUMYM O4HUM U3 CieyIOLHUX:

+  ¢pakuma Bbibpoca neBoro kenyaouka (LVEF) meHee 40% un3mepseTcA ABA pd3d C UHTEPBASIOM He
MeHee 3 MecsLeB;

° Bblpa>XeHHOe OrpaHn4yeHue CI)I’IBVILIGCKOI;i OEeATeNbHOCTH, KOr4a AeATeNbHOCTb C MeHbLLEN AKTUBHOCTbIO

yeM 06bIYHO NPUBOAMT K YCTANIOCTH, CUITbHOMY CepaLebreHuto, ogbllike unv 6onu B rpyam (111 unu IV
Knaccbl Hbto-MopKCKOM KapAWONOrMyecKomn adccoLMaLmm) B TEUEHWE HE MEHee LLIECTHU MeCALEB;

*  WmnnaHvTauMA MWMNNAHTUMpyemoro Kapauoeeptep-gedubpunnatopa (ICD) ana npoduNakTUKK
BHE3AMHOM KApPAMANbHOM CMEpTH.

AnarHo3 pomkeH ObITb MOATBEPXKAEH KAPAMOMOrOM W MOAKPEnieH 31eKTPOKAPAMOrpaMMOM WK
MPT cepaua. Kapauonor AosmKeH MOCYMTATbL MMIUIGHTALUMIO KapAwoBepTep-aedubpunnatopa (ICD)
Heob6xo0AWMOM C MeAULMHCKOM TOUYKKU 3peHums.

BbILIJeyKCBCIHHOG onpejgesieHne He NOKpbIBAET cliefytoulee:

° BTOPHUYHAA (MLIJeMW-IeCKCIH, BANbBYNAPHAA, MeTCI6OJ'IVI‘-IeCKClH, TOKCHUYecKaa Wnu FVII'IepTOHVI‘-IeCKCIH)
KapanoMmmuonaTua,

° npoxogsuiee CHUXeHue d)yHKLl,VIVI JIeBOro xenyao4yka BcneacTerMe MMOKApAnTa;
° KapaumomMmuonaTua screacteme CUCTEMHOIo 306OJ'IEBGHMF|;

¢ MMnnaHTauua WMMNNAHTUMpyeMoro KapauoBepTep-fedubpunnatopa (ICD) BcreacTBUMe MEpBUYHOM
apUTMKK (HarmpuUmep, CUHAPOM bpyraaa Uim CMHAPOM yasIMHeHHoro QT-1HTepBana).

Taxenoe 3a6oneBaHUe NneyeHU

YeTKWi AMArHo3 TAXenow 6o5e3Hu neyeHu, o Yem cengetenscTayeT oueHka Child-Pugh He meHee 7 6annos
(knacc Child-Pugh B nnu C).

Ans pacyeta 6an10B HEO6XOAMMO MCMOSB30BATH BCE ClIEAYIOLLME NEPEMEHHbIE:

e cofepaHue obLiero 6UnMpybuHa;

*  COAepXXaHWe CbIBOPOTKM B ASIbOYMUHE;

¢ CTeneHb TAXECTHU ACLMUTa;

*  MeXJYHapofHOe HOpMasin30BAHHOE oTHoLeHMe (INR);

. renaTtuyeckasn 3HL|,€(I)CU'IOFIOTVIFI.

,D,I/ICIFHOB JOMKeH 6bITb noAaTBepXAeH raCTposHTEepOJZIOroM U NnogKkpenseH pesynbrtaTaMum NCCNefoBAHKUM C
MCNoJib30BAHHUEM M306p0)+(eHMP‘I.
BbILLIeyKCBCIHHOG onpejesieHne He NOKpbIBAET cliefytoulee:

*  TAXenoe 3aboneBaHWe neyeHU BCeACTBUE YNOTpebrieHUA anKorons Wau NeKapCTBEHHbIX cpeacTs/
HAPKOTKKOB (BK/touas renatut B unu C, npuobpeTeHHbIN BCieACTBUE yNoTpebneHnsa BHYTPUBEHHbIX
HAPKOTHKOB).

XpoHuueckoe 3a6oneBaHUe Nerkux

YeTKUIK AMArHO3 TAXKEOM 60ne3Hu Nerkux, Bbi3blBalOLLEN XPOHHYECKYIO AbIXATEe/IbHYO HEAOCTATOYHOCTb,
I'IO,EI,TBep)Kp,OEMbIﬁ BCeMU CcneayrLmMn NPpU3HAKAMHU:

+  FEV1 (0bbem $opcHpOBAHHOrO BbIAOXA B CeKyHAY) MeHee 40% OT mpeamnonaraemMoro npu Apyx
M3MepeHU1sAX C MPOMEXYTKOM He MeHee 1 MecALa;

*  JleYeHHWe KMCITIOpPOLOM He MeHee 16 4acoB B CYyTKM MO MEHbLLEW Mepe B TEYEHUE TPEX MECALIEB;

*  YCTOWYMBOE CHWXXEHWE NapLManbHOro AasneHus knucnopoaa (Pa02) fo ypoBHsA HUxe 55 mm pT. cT (7,3
Kla) B apTepvanbHOM aHANM3e ra30B KPOBU, U3MepeHHoe 6e3 BBeieHWA KMUCIopoaa.

JMarHo3 foskeH 6bITb MOATBEPKAEH CNELUASTUCTOM.,

Koma

YeTKM AMaArHo3 6ecco3HATENbHOro COCTOAHMA, NpU KOTOPOM OTCYTCTBYHOT peakunnh MUK OTBETbl HA
BHELIHWE pasgpaXHuTesn Ui BHyTpeHHue I'IOTpEGHOCTM, KOTOpble:
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6.2.21

6.2.22

6.2.23

* MO WKane KoMbl [11a3ro AaeT pe3ynstaT 8 6a10B UM MeHbLLE B TeYeHWe No MeHbLUen Mepe 96 4acos,

«  TpebyeT UCMONb30BAHWA CUCTEM XKU3HeobecrneueHus,

*  BbI3bIBAET CTOMKWIA HEBPOSIOTMUECKHUIA AedULMT 1, KOTOPbIM HEOBXOAMMO OLEHUBATL KOK MUHUMYM B
TeueHue 30 gHeNn nocnie BO3HUKHOBEHWS KOMbI.

[AMarHos fonxeH 6bITb NOATBEPXKAEH HEBPOJIOrOM.

BbILIJeyKGBGHHOE onpejgesieHne He NOKpbIBAET cliefytoulee:

° MeAMKAMEeHTO3HO-UHAYLUPOBAHHAA KOMQ;

«  nmobaa Koma, MPUYMHOM KOTOPOM ABMSAETCA HAHECEeHHAs caMum coboi TpaBmd, ynoTpebneHue
QJIKOTOJIfl UMK JIEKAPCTBEHHbIX CPefCTB/HAPKOTHKOB.

Cnopaaunueckasa 6onesHb Kperuypenbara-Akoba
[varHo3 cnopaguueckon ¢opmbl 6onesHn Kpentudenbara-Akoba (sCJD), KoTopbii AoOmMKeH 6biTb

KNACCUPULIMPOBAH KAK KBEPOATHbIN» MO BCEM C/IEAYIOLLMM KPUTEPHAM:
*  MporpeccypyoLLas geMeHLuUs;

* Nno MeHbLLEeN Mepe ABd U3 YeTbipex cnefyrwmnx KNMHUYeCKHUX I'IpOFlBJ'IeHMﬁZ MWOKJ/TOHUA, BU3YydJibHblIE
U u,epe6pc|anb|e NMPU3HAKMH, ﬂMpOMMAHbIe/BKCTpOI'IVIpClMMJJ,HbIe NPU3HAKH, OKUHETUYECKUM MYyTU3M;

e 3neKTpo3Huedanorpamma (33 NoKasbIBAET HASIMUYME NMUKOBbIX BOJTHOBbIX KOMMMEKCOB M/Mnun 6enka
14-3-3 B LepebpoCnUHANBHOM XXULKOCTH;

* PYTUHHbIE UCCNNeLOBAHUA He YKA3bIBAKOT HA CIJ'IbTepHCITMBHbIﬁ ANArHos.
[narHo3 pgonxeH 6bITb noaTBep>AeH HeBpPOJIOroM.
BbILIJeyKCBGHHOG onpejgesieHne He NOKpbIBAET ciejytoulee:

. ATPOreHHas Wau cemenHasa 6onesHb KpenTtudpenbaa-Akoba;

*  BapuaHnT 6onesnu Kpentudpensaa-ikoba (vCID).

OCTpbIH BUPYCHbIW SHLePANUT

YeTKuWW AWArHO3 OCTPOro BMPYCHOMO 3HLedanmTa, Bbi3bIBAOLLErO CTOMKMM HEBPOIOTMYECKUI AedULnT?,
JOKYMEHTUPYEMOro Mo MeHbLUeW Mepe B TeyeHWe Tpex MecAueB nocsie AdTbl NMOCTAHOBKW AMArHO3A.
[MarHos fonxkeH 6bITb MOATBEPXKAEH HEBPOSIOrOM U NMOAKPENJIEH TUMMUYHBIMU KITMHUYECKUMU CUMITOMAMM
W pe3synsTaTamMu UCCIeA0BAHUA LepebpoCnHANIbHOM XXUAKOCTH UK BMOoNCHen rofIoBHOMO MO3ra.

B CJlydae BbllLUeyKA3aHHOro onpeaeneHnA He NoKpbIBAETCA cneayollee:

*  3HUedanuT Npu Hannumn BUY;
*  3HUedAsIUT, BbI3BAHHbIA 6AKTEPUANBHOM UHPEKLIMEN UM MHDEKLIMEN OT OAHOKIIETOUHbIX }KUBOTHbIX;

*  MWQANTMYECKUH MITW NMAPAHEONIaCTUYECKUH SHLEDANOMUENHT.

QyNbMUHAHTHBIW BUPYCHbIW renaTuT

YeTKWH AMArHo3 ¢yNbMUHAHTHOMO BUPYCHOMO FenaTUTd, O KOTOPOM CBUAETENLCTBYIOT BCE CNeAYtoLLMe:

¢ TWNWYHOE CeposiIorMyecKoe TeueHWe OCTPOro BUPYCHOMO renaTuTa;
¢ BO3HWKHOBEHMe renaThyeckow sHLedanonaTmu;

*  yMeHblUeHWe pa3Mepa NeyeHu;

*  TMOBbILIEHUE COAEPKAHUA BUNUPYBUHQ;

e KOArynonatusa ¢ MexayHapoAHbIM HOPMASIM30BAHHLIM oTHOLeHWeM (INR) 6onee 1,5;

*  BO3HWKHOBEHWE NeyeHOYHOM HeOCTATOYHOCTH B TeUeHUe 7 IHeM Nocsie Hauaad CUMMTOMOB;

° B JHOMHEe3e OTCYTCTBYeT U3BECTHAA 601e3Hb NeYeHH.

JAnarHos gomkeH 6bITb noAaTBep»AeH racTpos3HTEPOJSIOroOM.
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6.2.24

6.2.25

BbILIJeyKCB(]HHOG onpejesieHne He NOKpbIBAET ciefytoulee:

*  ntobble apyrve HeBUPYCHbIE NMPUYMHBI OCTPOM NEYEHOUYHOM HELLOCTATOYHOCTH (BKITHOUAA MHTOKCUKALMIO
napawueTamosnom uau adpsaToKCUHOM);

¢ OYyNbMWUHAHTHbBIM BUPYCHbIM FeNATHUT, CBA3AHHBIW C YNOTpebieHHeM BHYTPUBEHHbIX HAPKOTHUKOB.

Taxkenasn TpaBma ronosbl

YeTKni AMArHo3 ¢YHKLWOHANBHOTO PACCTPOMCTBA TOSIOBHOMO MO3rd BCJIeACTBME TPABMbl FOMOBbLI.
TpaBMa ronoBbl AOMKHA MPUBECTH K NOSTHOW HECMOCOBHOCTU CAMOCTOATE/IbHO COBEPLUATL HE MEHee Tpex
[eNCTBUM U3 LLECTH NOBCELHEBHbIX I€MCTBMI B TeUEHWE HEe MEHEee TpeX MecALLeB NoapAs, 6e3 BOSMOXHOCTH
BbI34OPOB/IEHUS.

[NoBcegHeBHbIMU AEUCTBUAMU ABNAKOTCA:

*  MbITbe - CMOCOBHOCTb MbITLCA B BAHHE MNIW Aylle (B TOM YMCSIe CXOAWUTb B BAHHY W AyLU WU BbIWTH U3
Hero) Wnu yAoBIeTBOPHUTESIbHO MbITbCA APYrMMU CPeACTBAMM;

*  0[eBATbCA W PA3AeBATLCA — CNOCOBHOCTb HAOAEBATb, CHUMATb, 3AKPENJIATL M OTKPbLIBATbL BCE NpeAMeTbI
OfEXAbl, a NpU HeobXoAMMOCTH - OMOpbl, MCKYCCTBEHHbIE KOHEYHOCTU W ApYyrue Xupypruyeckue
YCTPOWCTBQ;

*  MWUTAHMWE - CMOCOBHOCTb eCTb, eC/v eAa 6blId NOArOTOBSIEHd W CTAJIA AOCTYMHOM;

° nogaepxxkaHuve JIMUHOW T'MIrueHbl - CMOCOBHOCTb I'IOALI,ep)KMBGTbyﬂ,OBJ’IETBOpMTeﬂbeII;i YpOBeHb JIMYHOM
F'MrueHbl, MCNonb3ysa TyaneTt Uin UHbIM 06p030M ynpaenasa (I)yHKLLMeﬁ KULIEYHUKA M MOYEeBOTO My3bIpA;

*  MepeMelleHre MeXay NOMeLLEHHUAMU — CMOCOBHOCTb NepeMeLLaTbCsA U3 OAHOMO NMOMELLEHUS B Apyroe
HO POBHOM oJ1y;

* yKnagbiBaHWe B NOCTeJ1b U BbIXOA U3 NOCTEJTU — CrnocobHoOCTb YKNaAbiBATbCA B MOCTENb U BbIXOAUTb U3
Hee C MOMOLLbO CTYN1d UK UHBAJTUAHOIO Kpecnda.

[varHos pomkeH 6bITb NOATBEPXAEH HEBPOSIOrOM WM HEMPOXMPYProM, M OH JOSKEH MOAKPEnATbCA
pe3ynsTaTaMu TUMUYHBIX UCCNEfOBAHWM C UCMONb30BAHWEM U306paxkeHWn (MccnegoBaHue KT unu MPT
rONOBHOMO MO3ra).

BbILIJeyKCBGHHOG onpejgesieHne He NOKpbIBAET ciefytoulee:

* nobasa TAKenas TpABMdA rosioBbl BCNieACTBUE TPABMbI, ﬂpM‘-WIHeHHOFi camuvm cobor unu BcneacTeue
yl'lOTpEGJ'IeHMﬂ ankoronsa Uin NekapcTBeHHbIX Cpep,CTB/HGpKOTMKOB.

BHUY-uHeKuUna BCieAcTBUE NepesIUBAHUA MPOAYKTOB KPOBU

YeTKMI AMarHo3 MHGEKUMK BUpyca MMMyHogeduunuTa yenoseka (BMY), npuunHOM KoTOoporo ABnAeTcs
nepesiMBaHWE KOMMOHEHTOB KpoBW. BWY-MHPeKUMIO [JOMKHbI MNOATBEPXAATL BCe CreAayloLue
obcToATenbCTBA:

° I'IpMLIMHOﬁ I/IH¢eKL|,MM ABNIAETCA HeO6XOp,I4MO€ C MeAMLIMHCKOM TOYKH 3peHuA nepenmMBaHe NPoAYyKTOB
KPOBMH, NOJTy4YeHHbIX NMOCsie BCTYN/1eHUA Noanca B CUny,

. yypexageHue HUnu Cﬂy)KGCl nepenMBaHUA KpOBH, COBepLUMBLUAA NepennMBaHUE MPOAYKTOB KPOBMH,
Oq)l/ILI,MCU'IbHO 3aperncTpupoBaHa 1 NpU3HAHA OPraHAMK 34pAaBOOXPAHEHUA;

° yypexaeHune HUnu CJ'Iy)K6O nepeaMBaHUA KpOBH, COBEpPLUMBLUAA NepeiMBaHHWE TMPOAYKTOB KPOBMH,
NPU3HAET OTBETCTBEHHOCTb;

e cepokoHBepcua BUY fomkHa Npor3onTH B TeyeHMe 12 mecALeB Nocsie NepenMBaHmua KpoBH;

*  nepesiMBaHWe 3arpA3HEHHOro NPOAYKTA KPOBW JO/MKHO 6bin0o 6bITh OCyLLecTBNeHO B EBpocoto3e mnu
LLiseruapum.

BbllLeyKka3aHHOe orpe/iesieHne He NMOKpbIBAET criefytoLlee:

*  BUY-uHbekuua, nonyyeHHas ApyrvM NyTem Mepenauu, BK/KOUYAA CEKCYaNbHYI0 AeATeNbHOCTb MK
ynoTpebsieHne HOpPKOTHKOB;

¢ BWY-nHPeKuuA, nosyyeHHas B pe3ynsTaTe NepesiMBaHWA NPOAYKTOB KPOBH, KOTOpbIe Bbifv cAenaHbl
n3-3a remodunuum unu thalassaemia major.

12/18



YcnoBus cTpaxoBAaHUA KpUTUUECKUX 3a6oneBaHum ERGO | gerictaytoT ¢ 01.09.2022

6.2.26

6.2.27

6.2.28

6.2.29

BHUY-nHPeKuUAa, nonyyeHHas Ha paboTe HA COOTBETCTBYIOLEH AOKHOCTH

YeTKWI AMarHo3 nHdeKL MU BUpyca MMMyHoaebULMUTa YenoBeka (BMY), npuunHOM KOTOPOro CTAN MHLUMAEHT,
Npov30LLeALLNIA MPK BbINOTHEHWW 0ObIYHBIX TPYAOBbLIX 06A3AHHOCTEN HA CNEeAYHOLWMX AOMKHOCTAX:

*  BpAY MKW CTOMATOJSIOT;
*  MeACecTpa WiW aKYLLEPKA;

*  OCCUCTEHT BpAyd WKW NOMOLLHWK CTOMATOMOrQ;

*  nabopaTopHbIV pabOTHUK WM TABOPATOPHLIN TEXHUK;

e COTPYAHWK NOXAPHOM OXPaHbI;

*  COTPYAHWK CKOpOWM MOMOLLYU;

e [BOPHWK 60MbHULBI UM paBOTHHUK MO yxoay 60/bHULbI;
. NONMULLENCKUM;

*  TIOPEMHbIW YNHOBHMK.
BUY-nHbEKLMIO fOMKHBI MOATBEPXKAATH BCE Criefytollie 06CToATeNbCTBA:

° UHUWOEHT O0JTXKeH 6bIn I'IpOMBOFITVI nocne BCTYMJIEHUA CTPAXOBOIo MOKPbITHUA B CHUNTY;

*  WHUMAEHT AOMKeH 6bITb AOBE/EH 10 CBeZleHWs, pacCNeOBAH U 30J0KYMEHTUPOBAH B COOTBETCTBUU
C [AEeWCTBYIOLWMMH YKA3OHUAMU COOTBETCTBYIOLLUMX BEAOMCTB (HAMPWUMEP, KOMMNEHCALMOHHBIM GOHA
paboTHWKOB);

. BUY-oTprLaTeNbHBIM QHASIM3 KPOBK JOMKEH bbITb CAENAaH B TeYeHWe 5 AHel nocse MHLUMAEHTA;
e cepokoHBepcua BUY pomkHa cocToATbCA B TeueHue 12 mecsLeB nocse MHUMAEHTQ;

*  WHUMAEHT AoshKeH 6bin MPOM30MTH NPU BbINOMHEHWUK CNyebHbiX 06A3aHHOCTeH B EBpocotose mnu
LLiseruapum.

BbILIJeyKGBGHHoe onpejgesieHne He NoKpbIiBAeT cliefytoulee:

*  BUY-nHOeKuMsA, NoMyuyeHHas ApYyrvM MyTem MepefduM, BKIKOUAS CEKCYasnbHY AeATeNbHOCTb WM
3noynoTpebrneHne HAOPKOTUKAMM.

MoTepAa KoHeuHOoCTEH

YeTKWM AUArHO3 NOSIHOIO oTpe3aHua AByX U 6onee KOHEYHOCTEN HA YPOBHe 3anACTbA UJIU FOIEHOCTOMHOIo
CyCTaea WJIKA Bbllle Hero, NpuMYMHA KOTOPOro - HeCUYACTHbIM Cﬂy‘-l(]lji WY Heobxoaumas ¢ MeAMLMHCKOM
TOYKH 3peHna amnyTauma. JnarHos gonmxeH 6bITb noaTeepXxAieH cneynasimcTom.

BbILIJeyKGBGHHoe onpejesieHne He NoKpbIiBAeT cliefytoulee:
° norepAa KOHEeYHOCTel BCeacTBUe camonoBpexaeHuA.

OXXOru TpeTben CTeneHu

Oxoru, BKJIIOUAIOLLME pa3pyLUEHWUE KOXKKU HA BCeW rybuHe [0 HUXKHEM TKAHU (0XKOrW TpeTbei CTerneHu),
W NoKpbiBawoLue He MeHee 20% MOBEPXHOCTU Tesd, U3MepeHHbIE NMOCPELCTBOM MNMPABWIA AEBATOK MW
Tabnuubl JlyHa-bpayaepa. larHo3 AonxkeH 6biTb NOATBEPKAEH CMELMANIUCTOM.

BbILIJeyKCl3C|HH09 onpejgesieHne He NOKpbIBAET cliefytoulee:

*  OXOrMW TPETbeW CTENEeHU B pe3ysibTaTe CAMOMOBPEXAEHHUS;

° BCe 0XO0orm nepBoﬁ 4] BTOpOP'I cTeneHwu.

bonesHb ABUraTesibHOro HeﬁpOHG

YeTKWI UATrHO3 OAHOTO M3 CNIeAYHOLLMX 30601eBAHUI BUrATEIbHOrO HeMpOHQ:

*  aMWMOTpOdUUECKM NaTepanbHbIM cknepos (ALS, unu 6onestb Jly lfepura);
*  MepBWYHbIN NaTepanbHbIv cknepos (MJ1C);
*  nporpeccupytoLas MbilweyHas atpodus (MMA);

e nporpeccupytoLuii 6ynsbapHbii napanuy (MBIM).
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bonesHb pomkHa npuBecTn K NMOSIHOM HEecrnocobHOCTM CAMOCTOATENIbHO coBepLwaTb He MeHee Tpex
OeNCTBUW U3 LLIEeCTU NOBCeAHEBHbIX IeMCTBUIM B TEUEHUE HE MEHee TpexMecAaues noapag 6€3 BO3MOXHOCTH
BbI3AOPOBNEHUA.

[NoBceaHEBHbLIMU AENCTBUAMU ABNAIOTCA:

° MbITb€ — CMOCOBHOCTb MbITLCA B BAHHE WU Ayue (8 TOM uncne CXOAWTb B BAHHY M Ayl U BbIMTU U3
Hero) U1 yooOBNeTBOPUTESIbHO MbITbCA APYTMMU CpeaCTBAMU;

*  0AeBATbCA M PA3AEBATHLCA — CNOCOBHOCTb HAAEBATb, CHUMATb, 3AKPENATL U OTKPbIBATH BCE MPEAMETbI
ofexnabl, a Npyu HeobXOAUMOCTH — OMOPbl, UCKYCCTBEHHbIE KOHEYHOCTU M ApYrve XUMpypruyeckue
YCTPOWCTBQ;

* NUTAHKe - CNocobHOCTb eCTb, eCM ed Hbinia NOAroTOBEHA M CTANA JJ,OCTyﬂHOﬁ;

° nogaep»xkaHuve JIMUHOW TMIrUeHbl - CMOCOBHOCTb I'IOA,CI,ep)KMBGTbyﬂ,OBJ’IETBOpMTEJ'IbeII7I YpOBEHb JIMYHOW
FTMrueHbl, MCNoJib3ysa TyaneTt Uin UHbIM 06PCIBOM ynpaenasa d)yHKLI,MeVI KULIEYHUKA U MOYEBOTO My3bIpA;

*  NepeMelleHre MeXAY NOMELLEHHUAMU — CMOCOBHOCTb NepeMeLLaTbCs U3 OAHOMO NMOMELLEHUS B Apyroe
HO pOBHOM roJ1y;

* yKnagbiBaHWe B NOCTeJ1b U BbIXOA U3 NOCTEJTU — CrnocobHoCTb YKNaAbiBATbCA B MNOCTENb U BbIXOAUTb U3
Hee C MOMOLLbO CTYN1d UK MHBAJNTMAHOIO Kpecnda.

AunarHos fonxeH bbITb NOATBEPXAEH HEBPOIOrOM U NOAKPENeH UCCe0BAHUAMU HEPBHOW MPOBOAUMOCTH
(NCS) v anekTpomuorpaduei (MF).

BbILIJeyKGBGHHOG onpejgesieHne He NOKpbIBAET ciejytoulee:

¢ MynbTMdOKANbHASA MOTOpHAsA HerponaTHusa (MMH) U MMO3WUT MHKIIO3UBHBIX TES;
*  MOCTMONMOMUENHUTHBIN CUHAPOM;

*  CMNWHAMBHASA MbllLeYHas aTpodus;

¢ MONWMHO3MUT Y EPMATOMHO3ZUT.

M NOJIMMHUO3UT U 1€ePMATOMUO3UT.

6.2.30 BaKTepuanbHbii MEHUHTUT

YeTKMi [AMArHO3 GAKTEpUAnbHOrO MEHWHIWMTA, Bbi3bIBAIOLLErO CTOWMKWIA HEBPONOrMYecKui feduuut
1, LJOKYMEeHTHPYEeMOro Mo MeHblUel Mepe B TedeHWe Tpex MecsleB Mocsie AdTbl MOCTAHOBKM JMArHO3d.
AuvarHos gomkeH 6bITb NOATBEPXKAEH HEBPOSIOrOM W MOAKPENJIEH YBESIMUEHWEM KOJIMUECTBA NMATOreHHbIX
H6aKTepuit B KynbType LepebpocnuHAIbHOM KMLKOCTH.

BbilLeyKa3aHHOe onpejeneHre He NMOKPLIBAET CriefyHoLLee:
¢ ACeNnTUYECKWH, BUPYCHbIM, MAPA3UTAPHBINA UIIM HEUHOEKLIMOHHBIM MEHWHTUT.

6.2.31 MbiweyHas aucTpodus

YeTKWi AMArHO3 OLHOM M3 CNefYIOLWMX MbILLIEYHbIX AUCTPOGUI:

*  MblleyHasa auctpodusa [owenHa (MAA);

e MbllweyHas auctpodus bekkepa (MAB);

*  MblleyHasa aucTpodus dmepu Apendyca (MAS1);

*  NOACHOXKOHEeYHOCTHAA MblweyHas auctpodusa (MKMAI);

*  JMUe-JIoNaToYHO-NIeYeBas MblleyHas auctpodus (JINMMA);

*  MWOTOHMYecKas aucTpodus 1-ro Tuna (M 1, unun 6onesHs LLTernHepTa);

*  OKynopapuHreanbHasa MbllleyHas guctpopusa (OOMA).

bonesHb pomkHa npuBecTn K NMOSTHOM HEecrnocobHOCTM CAMOCTOATENIbHO coBepLwaTb He MeHee Tpex
OeNCTBUM U3 LLIEeCTU NOBCeAHEBHbIX IeMCTBUIM B TeUEHWE HE MeHee TpexMecAaues noapag 6€3 BO3MOXHOCTH
BbI3AOPOBEHUA.

[NoBceaHEBHbIMU AENUCTBUAMMU ABNAIOTCA:
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6.2.32

6.2.33

° MbITb€ — CMOCOOHOCTb MbITLCA B BAHHE WK Ayuwe (B TOM Uncne cxoguTb B BAHHY U Ayl U BbIMTH U3
Hero) U1 yooBNeTBOPUTESIbHO MbITbCA APYTrMMU CpeaCTBAMU;

*  0[eBATLCA U PA3AeBATLCA — CNOCOBHOCTb HAAEBATb, CHUMATb, 3AKPENJIATL M OTKPbLIBATbL BCE NMpeAMeTbI
OfEXAbl, a NpU HeobXOAMMOCTH — OMOpbl, MCKYCCTBEHHbIE KOHEYHOCTU W [ApYyrue Xupypruyeckue
YCTPOWCTBQ;

*  MWUTAHWE - CMOCOBHOCTL ECTb, eC/v eAd Bblid NOArOTOBMIEHA U CTAIA AOCTYMHOM;

* nogaep»kaHuve JIMYHOM TMIrUeHbl - CMOCOHBHOCTb I'IOA,D,ep)KMBGTbyAOBJ’IeTBOpMTeanbIﬂ YpOBeHb NIMYHOM
F'MrueHbl, MCNonb3ysa TyaneTt Uin UHbIM 06p030M ynpasnasa q)yHKLLMEI;i KULIEYHUKA U MOYeBOIo Ny3bIpA;

¢ nepemeLleHWe MeXay NOMELLEHUAMM — CMOCOBHOCTL NepeMeLLaTbCSA U3 OAHOIO MOMELLEHHUA B Apyroe
Ha pOBHOM rony;

. yKnagbiBaHWe B NOCTeJ1b U BbIXOA U3 NOCTEJTU — CrnocobHoCTb YKNaabiBATbCA B MNOCTENb U BbIXOAUTL U3
Hee C MOMOLLbO CTYyN1d UK UHBAJNTUAHOIO Kpecnda.

[lMarHo3 gonxeH 6bITb NOATBEPXKAEH HEBPOSIOTOM W NOAKPENEH PE3yNbTATAMMU 3n1eKTpoMuorpadum (SMr)
W MbILLEYHOM BroncKK.

BbiLueykasaHHOe onpejesieHne He NOKPbIBAET CleaytoLee:
*  MMOTOHWYecKasa AucTpodua 2-ro Tuna (M 2) n Bce apyrve ¢opmMbl MUOTOHMM.

nepBM‘-lHClﬂ nero4yHasa runepTeH3sua

YeTKWM AMArHO3 NeroyHom rTMNepTeH3uu, I-(OTOprI;i AOKA3bIBAKOT BCe crieAylolimne NnpusHaKu:

*  BbIpA)XEHHOE OrpaHuUeHue GU3MUECKOr AeATeNIbHOCTH, KOTAd eATeIbHOCTb C MEHbLLIEH AKTUBHOCTbIO
ueM 06bIYHO MPHUBOAMT K YCTASIOCTH, CUIIbHOMY cepALebrueHuto, oabilke Unu 6onu B rpyau (111 unm IV
Knaccbl Hbto-MopKCKo#M KapAMonorMieckon accoLmaLMm) B TeUEHHWE LLUECTU MECALIEB;

¢ CpefHee fleroyHoe apTepUASIbHOE AABEHWE B COCTOSIHWM MOKOA Bbille 25 MM pT. CT. MpY U3MEPEeHUH

MOCpeACTBOM KATETEPU3ALIMM NPABOM MOJTIOBUHbI CEPALL.

AMarHo3 foskeH 6bITb MOATBEPKAEH KAPAWOSIOrOM MUK CMELMASTUCTOM-TYNIBMOHOSIOMOM.

BbILLeyKa3aHHOEe onpejesieHue He MOKPbLIBAET CleAytoLLee:

*  JIero4yHas rurneprTeH3us, COMyTCTBYIOLLAA IErOYHOM, CEPAEYHOM MU CUCTEMHOM BonesHaMm;
*  XpoHuyeckasa Tpomboambonuyeckasn neroyHas runepteHsuns (XTII);

° JIero4yHada runepTeH3uA, BbI3BAHHAA JIEKAPCTBEHHbIM CPeACTBOM UJTU TOKCUHOM.

UpauonaTuueckas 6onesHb MapKUHCOHa

YeTKWW OMArHO3 MepBUMYHOM MAMOMATHYECKOW 60ne3Hu [MapKMHCOHA, NOATBEPXKAEHHbIM KAK MUHUMYM
ABYMSA U3 CiefYIOLWMX KITUHUYECKUX NPOABIEHNUN:

*  MbILEYHAA pUrMAHOCTb;

*  Tpemop;

+  6pagvKuHesus (aHOMaNbHOe 3aMefieHHe ABUXKEHUSA, BANOCTb GU3NMUYECKMX U NMCUXUYECKUX PEAKLIMH).

MaunonaTtnyeckas 6onesHb lMapKMHCOHA AOMXKHA npuBecTW [Ao 65 neT] K MosHOM HecnocobHoCTH
CAMOCTOATESIbHO COBEpLUATHL HE MeHee Tpex AeMCTBUM U3 LLIECTH eXeAHEBHbIX JENCTBUM He MeHee Tpex
MecsLeB noapsag 6e3 agekBaTHOM GpapmMakoTepanwu.

MoBceaHEBHbLIMU AEWCTBUAMU ABAIOTCA:
*  MbITbe - CMOCOBHOCTbL MbITLCS B BAHHE WK Aylle (B TOM YACIE CXOAUTb B BAHHY W AYLU W BbIWTU U3

Hero) Wiu yA0BEeTBOPHUTESIbHO MbITbCA APYrMMU CPeACTBAMY;

*  0AeBATbCA M pA3fEBATLCA — CNOCOOHOCTb HAAEBATb, CHUMATb, 3AKPENATL U OTKPLIBATH BCE MPeAMETbI
oAexnabl, a NMpy HeobxoAMMOCTHU - OMOPbl, UCKYCCTBEHHbIE KOHEYHOCTH W Apyrve Xupypruyeckue
YCTPOWCTBQ;

° NMUTaHWe - cnocobHOCTb eCTb, ec/qin eaa 6bina noaroToBsieHa U ctana ,EI,OCTyI'IHOFi;
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6.2.34

6.2.35.

. nogaep>kaHuve JIMYHOM TMIrUeHbI - CMOCOHBHOCTb I'IOA,D,ep)KMBCITbyAOBﬂeTBOpVITeanbII;I YpOBeHb NIMYHOM
F'MrueHbl, ICNonb3ysa TyaneTt Ui UHbIM 06p03OM ynpasenasa (I)yHKLLMeFI KULLEeYHUKA U MOYeBOTo Ny3bIpA;

¢ MepemeLleHWe MeXay NOMELLEHUAMM — CMOCOBHOCTb NepeMeLLaTbCA U3 OfHOIO MOMELLEHHUA B Apyroe
Ha pOBHOM rony;

° YyKnagbiBaHWe B NOCTeJ1b U BbIXOA U3 NOCTEJTU — CrnocobHoCTb YKNaAbIBATLCA B MOCTENb U BbIXOAUTb U3
Hee C MOMOLLbO CTYN1d UK UHBAJTMAHOIO Kpecnda.

AMarHos JoskeH 6bITb NOATBEPKAEH HEBPOIOrOM.

MMNNaHTAuMA HEeMpoOCTUMYNATOPA AJS1IA KOHTPOAA CUMMMTOMOB MOCPEACTBOM [IyOOKOM CTUMYynALMK
FONOBHOIMO MO3rd BHE 30BWCMMOCTM OT MOBCEHEBHbIX AEMCTBWIA MOKPLITA ACQHHBIM OMNpeAesieHUeM.
HeBponor nnv HeMpoxXmpypr AOMKEH CYUTATL UMMIAHTALMIO HEOHXOAMMOW C MeAULIMHCKOM TOUKKU 3pEeHHMS.

BbileyKa3aHHOe onpeaeneHne He NOKPbIBAET crieaytoLee:
e BTOPWYHbIM MAPKUHCOHM3M (BKITHOUYASA MAPKUHCOHW3M, BbI3BAHHBIM JIEKAPCTBEHHBLIM CPEACTBOM MW
TOKCUHOM);

¢ 3CCEeHLManbHbIM TpeMop;

° NAPKUHCOHU3M, CBA3AHHbIM C APYrmMun HeFIpOp,eFeHepGTMBHbIMM HapyweHUAMM.

CucTeMHbIN cKnepos (cknepoaepma)

YeTKWM AMArHo3 CUCTEMHOIO CKJiepos3aq, KOTOprﬁ AOKAa3bIBAKT BCe cnefytouine nprusHaKku:

*  TWNWYHble NabopaTopHble pe3ynsTaThl (Hanpumep, aHTuTena K Scl-70);
*  TUMUYHbIE KJIMHWYECKWE NPOABNEHNUA (HanpUMep, CUHAPOM PeiHO, CKIIepo3 KOXH, 3p03uK);

*  MOCTOSIHHOE JleYeHWe KOPTUKOCTEPOUAAMU UK APYrMMU UMMYHOAEMNPECCAHTAMM.
Kpome Toro, fonKeH 6bITb MOCTABMEH AUATHO3 O MOPANKEHUU OJHOIO U3 CIIeAYIOLLMX OPraHOB:

*  ¢u1bpo3 nerkux c auoddysmoHHorn cnocobHocTbio (DCO) HMxke 70% OT OXMAAEMOTO;

* JleroyHasa runepTeH3nsa co cpeHUM Jiero4yHbIM dpTepuasibHbIM AdB/ieHUeM B COCTOAHWUU MOKOA Bblille
25 mMm PT. CT. NpHU U3MEepeHNU NOCPeACTBOM KATeTeprusaLmm npaBoﬁ NOJIOBMHbI CcepaLa;

e XpOHMYeckoe 3060NeBAHME MOYEK CO CKOPOCTbLIO rOMepynApHoW GUnbTpaumMmM meHee 60 M/MUWH
(bopmyna MDRD);

«  3XoKapauorpaduueckue NMpUsHAKW 3HAUMTESTbHOrO AWACTOSIMUYECKOrO HApYLUeHWUs GYHKLWUK JIeBOrO
YKenyaouKa.

[MarHos fonkeH 6bITb MOATBEPKAEH CMELUANIUCTOM.
BbILLeyKa3aHHOE onpejesieHue He MOKPbLIBAET CleAytoLLee:
+  JIOKQJIM30BAHHAA CKNliepoAepMa 6e3 NopakeHusi OpraHoB;

e 303MHOPUIbHLIN GaCUUHT,;

. CREST-cuHApom.

CuctemMHasn 3pUTEeMaTO3HAA BONTYAHKA

YeTKMK AUArHO3 CUCTEMHOM 3pMTEMOT03HOI7I BOJTHAHKMH, KOTOprH AOKAa3bIBAKT BCe CieytoLine NpusHaKku:

¢ TUMMWYHblE NIaBOPATOPHbIE PEe3ynbTaThbl, TAKME KAK HAJIMuMe AQHTUHYKNedpHbiX aHTuten (ANA) wnu
aHTuTen K dsDNA;

*  CMMNTOMbI, CBA3AHHbIE C 3pUTEMATO3HOM BOSTYAHKOW (CbIMb B popme 6AHOUYKH, CBETOUYBCTBUTENBHOCTD,
CeposuT);

* NOCTOAHHOE JleyeHne KOpTUKoCcTeponaamun mnu opyruMmM UMMyHoZenpecCaHTamm.
KpOMe TOro, fO/IKEeH 6bITb NOCTAB/IEH AUATHO3 O Nnopa*KeHnn ogHOoro U3 cneyruwmx opraHoB:

*  HedpMT noyek c nNpoTenHypuen meHee 0,5 r/CyTKM U CKOPOCTbIO rIOMepyNApPHOM GUILTPALIMK MeHee
60 mn/muH (popmyna MDRD);
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6.2.36

6.2.37

6.2.38.

*  JHAOKAPAMT WK MHoKapauT Jlnubmana-Cakca;

¢ HeBposiorMyeckue AedpuUMTLI! UK MPUCTYMbI B TEUEHWE HE MeHee Tpex MecsiLieB, MOATBEPXKAdEMbIe
pe3ynsTaTaMy UCCeOBAHKA LLepebpoCnMHANIbHOM XXUAKOCTH MK 331 B JAHHOM KOHTEKCTE rofloBHbIe
60511, KOTHUTUBHbIE WU MCUXMATPUUYECKUE CUMITOMbI He FABSHOTCA TUMMUHBIMK HEBPOJIOrMUYECKUMHU
febuumtamu.

JAnarHos gomxkeH 6bITb noAaTBepAeH cneunaamncTom.
BbILIJeyKG3GHHoe onpejesieHne He NoKpbIBAET cliefytoulee:

° ANCKOMOHAA 3pUTEMATO3HAA BOJTHOHKA UM HEOCTPAA KOXXHAA SpUTEMATO3HAA BOTYAHKA;

° 3pUTEMATO3HAA BONYAHKA, BbI3BAHHAA IeKAPCTBEHHbLIM CPeACTBOM.

XpoHHUUecKoe BocrnasieHUe NoAXKesyA0UYHOM Kenesbl

YeTKMM AMArHO3 TAXKEN0ro BocnaseHus nop,)Kenyp,quoPl xene3sbl, KOTOprﬁ AOKAa3bIBAKOT BCe cneaywouimne

NPU3HAKKH:

*  DK30KPWHHAA HeJOCTATOUYHOCTb MOLKENYA0UHOM Kene3bl C MOXYAEeHUEM U CTedTopeek;

*  3HJOKPWHHAS HELOCTATOYHOCTb MOAMKENYAOUYHOM »Kese3bl C MAHKPedaTUYEeCKUM auabeTom;

*  HeobXo4WMOCTb NepopanbHOM 3aMeCTUTESNIbHOM Tepanuu GepMeHTAaMK MOAKENYA0UHOW XKese3bl

[ aHHble COCTOAHUA [OMKHbI HABIOAATLCA B TeUeHWe He MeHee Tpex MecsaueB. JWarHo3 Ao/KeH 6biTb

MOATBEPXAEH FACTPOSHTEPOSIONOM W MOAKPErNIEH UCCIELOBAHUAMM C UCMOMb30BAHWEM M306PaXKEHUI K
NabopaATOPHbLIMK Pe3yNLTATAMM (HaMpUMep, 31acTasd B Kasne).

BbILLIeyKCBCIHHOG onpejgesieHne He NOKpbIBAET cliefytoLlee:
* XpOHUYeCcKoe BocCnaseHue FIOA)KenyAO‘-IHOFI XXene3bl BCleacTBUE yn0Tpe6neva ankorona wunu

JIEKAPCTBEHHbIX CpeACTB/HCIpKOTM KOB;

° OCTpoOe BocnasneHue I'IOA)KEJ'Iyp,OLIHOPI xenesbl.

TaXKenbli peBMATOUAHbIA APTPUT

YeTKWI AMArHO3 PEBMATOMAHOIO APTPUTA, KOTOPbIW AOKA3bIBAIOT BCE CriefyoLMe MPU3HAKU:

*  TUMMWYHbIE CUMNTOMbI BOCMANIEHUA (APTPANTUSA, OTEK, 6ONIe3HEHHOCTL) He MeHee yeM B 20 CycTaBaX B
TeUeHwWe LLeCTH Hefenb BO BPEMA AWATHOCTUKM, U 3HAYMTESNIbHO MOBbILLIEHHOE cofepXaHue CRY,

*  peBMATOWAHLIN GAKTOP NMOMOXKUTENbHbIM (He MEHee YeM B [1BA pA3d BbllLe BEPXHEro 3HaYeHWsl HOpMbI)
W/MNKM HaNMUKME AHTUTEN K LUTPYIITHHY;

° NOCTOAHHOE JieyeHNe KOPTUKOCTEPOUAAMMU;

¢ JleYeHWe KOMBWHALMEN AHTMPEBMATWUYECKWMX MNPEenapaToB, MoAMOULMpYOLWMX 3a605eBaHKe,
(HanpuMep, MeTOTPEKCAT U cynbdacanasnH/nedsyHoMUA) Unu UHrnbruTopom TNF B TeueHWe He MeHee
nonyroaa.

AvarHo3 posnkeH 6bITb noaTBep>KaeH peBMATO/IONOM. BbILIJeyKGBGHHOG onpegeneHne He MOKpbiBAET

cnegyoliee:

*  PEaKTUBHbIM APTPUT;
*  NCOPUATHYECKUI ApPTPHT;

¢ OKTMBMPOBAHHbINA OCTEOAPTPUT.

HekpoTusupytowum pacymuuT

YeTKWI [UMATHO3 HEKPOTU3MPYHOLLEro GpACLIMMTA, KOTOPbIW JOKA3bIBAIOT BCE C/IeAYIOLLME MPU3HAKM:

e nporpeccupytoLas, 6bICTpO pacnpocTpaHstowanca 6akTepuanbHas MHbeKuus B rnybokomn dacumm ¢
BTOPWUYHbIM HEKPO30M MOAKOXHbIX TKAHEW KOHEUHOCTEH WU Tenda;

e JIUXOPAZKA W BbICTpoe yBennueHue coaepKaHua C-peakTrBHoro 6enka (CRV);

*  XWMPYPruyecKas peseKUus BCEN HEKPOTUUECKOM TKAHM.
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[JaHHoe onpepaeneHue MokpbIBAeT raHrpeHy ®OypHbe. [JMarHo3 AoMKeH 6bITb NOATBEPXKAEH XUPYProm W
noAKpeneH pesynsTaTaMM MUKpOBHUOMOrMUYECKHUX U TMCTONTONMUECKUX UCCIIEA0BAHUM.

BbILIJeyKCBGHHOG onpejgesieHne He NOKpbIBAET ciefytoulee:

* rasoBaA raHrpeHaq;

° raHrpeHa, Bbi3BaHHAA ,CI,I/ICIGQTOM, HeﬁpOI’IGTMEFI M1 COCYyAUCTbIMU 3060/1€BAHUAMM.

1 HeBponoruueckun gepuuyuT

CuMNTOMbI AUCOHYHKLMW HEPBHOW CUCTEMbI, KOTOPbIE MPUCYTCTBYIOT MPU KIIMHUUYECKOM ocMoTpe. Cpefiv OXBAYEHHbIX CUMMTOMOB —
OHEMeHHUe, TMnepucTe3uns (MOBbILLEHHAA YYBCTBUTENbHOCTL), MAPAJIWY, TOKASIM30BAHHAS CNABOCTb, AUCAPTPUA (3aTPYAHEHWA peun),
adaszunsa (HecnocobHOCTbL FOBOPUTL), AUCHArua (3aTpyAHEHUS TNOTAHWA), HAPYLUEHWA 3peHUs, TPYAHOCTHU C XoA4bbon, OTCyTCTBUE
KOOpZAWHALWM, TPEMOp, CYLOPOTrH, IETAPrus, AEMEHLWSA, AeJIMPUM U KOMA.
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