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Pa3paboTumMK KNMHUYECKOI peKomeHaauumn

- Obwepoccuitckan obuiecTBeHHas opraHmsauma "Poccuinckoe Kapguosiormyeckoe obwectso”

- Accoumaumna cepaeyHo-cocyaucTbIxX Xupypros Poccum

- Obwepoccuitckan obLiecTBeHHas opraHusauma "degepauns aHeCcTe3M0N0roB U peaHMmaTonoros”
- Accoumauma pesmaTosioros Poccum

- Poccuiickoe pecnupaTopHoe obuiectsa

- HaumoHanbHbIN KOHrpece ly4YeBbiX ANarHocToB

OpobpeHo HayuHo-npakTMyeckum Cosetom MuHsapasa PO
KnioueBble cnoBa

CnuCoK COKpalleHMmii

Al - apTepuanbHoe aasneHue

AJIT - anaHMHAMUHOTpPaHCchepasa

AMN® - aHrMOTEH3UH-NpeBpaLaloWmnii GepmeHT

ACT - acnapTaTaMuHOTpaHchepasa

HB/IM - 3knM3HEHHO HeobXxoAnMbIe 1 BaXKHelLIMe NeKapCTBEHHbIE NpenapaThbl
KW - knnHnyeckoe uccnegosaHme

KP - KAnHMYecKkne pekomeHgaunm

MKB 10 - MexayHapoaHan knaccudukauma 6onesHelt 10-ro nepecmoTpa
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MHH - MexayHapoaHoe HenaTeHTOBaHHOE HauMeHOBaHUe

PI - pabouyas rpynna

P® - Poccuiickaa degepaumn

YA/ - ypoBeHb A0CTOBEPHOCTM 4,0KA3aTENbCTB

YYP - ypoBeHb y6eamuTensHOCTM peKoMeHaaumim

IPA - 3HAO0TENNHOBBIX PeL.enTopoBs aHTaroHMcTbl (ATX - CO2KX, apyrue aHTUrMNepTeH3nBHble cpeacTBa)
BAMMJIA - 6annoHHaA aHMMONAACTUKA JIEFOYHOM apTepun

BKK - 6noKkaTopbl "MeaneHHbIX" KanbLmeBbIX KaHaNoB

B/M - nnaHapHasn BEHTUAALMOHHO-NEPPY3NOHHAA CUMHTUTPadMA NEerknx
BAAPT - BbICOKOQKTMBHaA aHTUPETPOBMPYCHAA Tepanusa

BOB/1 - BEHOOKKN03MOHHAA 601€3Hb NErKuX

BO3 - BcemunpHana opraHmnsauma 34paBooxpaHeHma

BMNC - BpoXKAeHHbIN NOPOK cepaua

O3/A - paBneHue 3aKIMHMBAHUA IETOYHOM apTepumn

ONA - naBneHune B NerovyHon apTepum

OMMKI - pedeKT mexKenyao04KoBoi Neperopoakm

OMTMMN - pedekT mexxnpeacepaHON NeperopoaKku

AONT - AnacToNMyYecknin NyAbMOHa/bHbIN rpagueHT

UNAT - ngmonatnyeckasa nerovyHaa apTepuanbHasa rmnepTeHsma
NP a3-5 - pochoanactepasbl MUHIMOUTOPSI

NAT - neroyHas apTepmanbHas runepTeH3na

Il - neroyHasa rmnepTeH3uA

NXK - neBbIl xenypouek

JIKT - reMaHrMomMaTo3 NeroYyHbIX KanMAaApos

J1CC - neroyHoe cocyancToe conpoTuBAeHMe

MKK - manbiii Kpyr KpoBoobpalleHun

MCKT - MHorocpe3oBan KOMNbOTEPHAs TOoMorpadusa

HIB - HUXKHAA NOs1aA BeHa

HAK - aHTUKOarynsaHTbl Henpambie (aHTaroHUCTbl BUTaMMHa K)

OrCC - obuiee nepudepunyeckoe conpoTMBaeHne



O®3IKT - 04HODOTOHHAA IMUCCMOHHAA KOMMbIOTEPHAA ToMorpaduma
MXK - npaBbIn XKenypouek

nnMkVO; - NTMKoBoe noTpebneHme Kucaopoaa

MNAK - npAambie aHTUKOArynaHTbl 4NA NepopasbHOro npMema

MM - npasoe npeacepgne

plU, - pactBopuman ryaHnnaTumknasa

PKW - paHoomu3npoBaHHbIe KINHUYECKME nccaenoBaHuA

PYA - pagmoyacToTHas abnauus

CANA - cuctonnyeckoe faBieHWe B IeFOYHOM apTepum

C3CT - cuctemHble 3ab60neBaHMA COEAMHUTEIbHOW TKaHU

CW - ceppeyHbiii HAEKC

CHH®B - cepaeyHasn He4OCTaTOMHOCTb C HM3KOW dpaKLumelt Bbibpoca
CHc®B - ceppeyHas He0CTaTOMHOCTb C COXPaHeHHoM dppakumeit Bbibpoca
CCA - cuctemHana cknepogepmua

TN - TpaHCNYAbMOHabHbIN rPaaneHT

TLLUX - TecT ¢ WwecTMMNHYTHOM Xoab60M

®K - dyHKUMOHaNbHbIN Knacc

XOB/1 - XxpoHUYeCcKasa 0b6CTpyKTUBHAA 601e3Hb Ierkmx

XCH - xpoHU4yecKasa cepaeyHaa HeAO0CTaTOYHOCTb

XT3B/1 - xpoHuMyeckasa Tpomboamboinyeckan 60/1e3Hb NErKUX
urMO® - umKnnyeckmin ryaHosMHMmoHodocdat

YBKC - ypesBeHO3HaA KaTeTepusauma cepaLa

IxoKT - axokapauorpadusa

BMPR2 - reH, kogupytowmit peuenTtop Tvna ll K 6enky KoctHoro mopdoreHesa BMPR2 (bone morphogenetic
protein receptor 2)

DLCO - gnuddysmoHHas cnocobHOCTb IErKMX N0 MOHOOKCUAY Yrieposa

IP-peuenTop - NPOCTaUUKAMHOBDLIN peL.enTop

NT-proBNP - N-TepMnHanbHbIh GparmeHT MO3roBoro HaTpuitypeTmyeckoro nponentmaa
NYHA - Hbro—VIopKCKaﬂ Kapamnonornyeckas accoumauma

NO - moHOOKcKA a3oTa (aHrA. nitric oxide)



TepmuHbI M onpegeneHua

JoKasaTenbHaa MeguuMHa - Hagjaexallee, MoOCAefOBATE/IbHOE WM OCMbIC/IEHHOE UCMO/b30BaHMWE
COBPEMEHHbIX HaWAYJLLIMX [0Ka3aTeNbCTB (pe3ynbTaTOB KAMHUYECKUX MCCAeAoBaHMIA) B MpoLecce MNpUHATUNA
peLLIeHnt 0 COCTOAHMN 34,0POBbA U IeYeHUN NaumeHTa [1].

3aboneBaHue - BO3HMKAIOLWLEE B CBA3M C BO3AENCTBMEM NATOrEHHbIX PAaKTOPOB HapyLEHME AEATENIbHOCTM
opraHusma, paboTocnocobHOCTM, CNOCOOHOCTM aAdanTUPOBATLCA K M3MEHAKWMMCA YC/I0BUSM BHELLUHEN U
BHYTPEHHElN cpeAbl NpuM  OAHOBPEMEHHOM  M3MEHEHUM  3ALUMTHO-KOMMEHCATOPHbIX WU 3aWMTHO-
NPUCNOCcCobUTENbHBIX PEAKLMIA M MEXaHU3MOB OpraHuama [2].

MHCTpymMeHTanbHanA AMarHoCTMKa - AMarHoCTMKa C MCMNo/sb30BaHMeM Ana ob6cneaoBaHMs nauueHTa
pasnnYHbIX NPMBOPOB, annapaTos U UHCTPYMEHTOB.

Ucxop - noboit BO3IMOMKHLINM  pe3ynibTaT, BO3HMKAOWMIA OT BO3AENCTBMA MPUYMHHOrO (aKTopa,
NPodUIaKTUUECKOrO WM TepaneBTUYECKOr0 BMELLATeNIbCTBA, BCE YCTAHOBJ/IEHHbIE WM3MEHEHMS COCTOAHWUA
34,0P0BbA, BO3HMKaIOLWME KaK CeAcTBUe BMellaTenbeTsa [3].

KnvHuyeckoe uccnepoBaHue - noboe wccnenoBaHue, NMPOBOAMMOE C y4acTMEM 4YesIOBEKa B KayecTse
cybbekTa Ana  BbIABAEHMA UAM  NOATBEPKAEHUA KAMHUYECKUX u/uam  dapmakonormyeckux 3sddekTos
nccneayemblx NPOAYKTOB W/WAM BbIBNEHUA HEXenaTesbHbIX peakuuii Ha uccnesyemble MPOAYKTbl, W/wnam
M3y4YEeHUs MX BCACbiBaHWA, pacnpeseneHusi, metabosnsama U BbIBEAEHUS C LEbl OLEHUTb MX H6e3omacHOCTb
n/van sbodexkTmBHocTb. TepMuHbl "KAMHMUYECKoe ucnbiTaHne" M "KAMHWYeckoe uccnedosaHue" ABaAloTCA
CUHOHMMamu [4].

KOHGAMKT MHTEpEeCcoB - cUTyauma, Npu KOTOPOK Y MeaULMHCKOro Uan ¢dbapmaueBTMYeckoro paboTHMKa npu
OCyLLEeCcTBAEHUN UMW NPOodeCcCUOHaNbHON AeATeNbHOCTU BO3HMUKAET ANMYHAA 3aMHTEPECOBaHHOCTb B NOAyYeHUU
NMYHO NMbBOo 4yepes NpeacTaBUTENA KOMMNAHWUW MaTepuanbHOW BbIFOAbl UAM MHOTO MpeumyllecTBa, KoTopoe
BAUAET UM MOXKET NOBAUATL Ha HaA/exKallee UcnosHeHMe uMmn npodeccnoHanbHbix 0ba3aHHOCTel BCAeaCTBUE
NPOTUBOPEYMA MENKAY J/IMYHOW 3aUHTEPecOBaHHOCTbIO MeAMLMHCKOro paboTHMKa uan dapmaueBTUYECcKoro
paboTHMKa U MHTepecamu nNaumeHTa [2].

J'Ia60paTopHaﬂ ANArHOCTUKa - COBOKYNMHOCTb MEeTOoAO0B, HAMNpPaB/IEHHbIX Ha aHa/An3 wuccnegyemoro
maTepuasia C NOMOLBHO Pa3/IM4HOrIo cneynasim3ampoBaHHOro 060py,£l,OBaHMFI.

JleroyHan rTMnNepTeHsna - ﬂaTO¢M3MOﬂOFMqECKOE COCTOAHME, AONA KOTOPOro XapaKTepHO noBbilleHNe
AaBneHnA B JNIeroyHom apTepun, accounnposaHHoe C pPa3BUTUEM FlpaBO)Keﬂy,D,OLIKOBOﬁ CEp,D,E‘-IHOVI
HeAOoCTaTOYHOCTU U npem,u,eBpeN\eHHoﬁ rméenbto nauneHToB.

JlekapcTBeHHble NpenapaThbl - 1IEKAPCTBEHHbIE CPeACcTBa B BUAE IEKAPCTBEHHbIX pOpPM, NPUMeHsAemble gnn
NPOoGUNAKTUKY, ANArHOCTUKM, NedyeHnn 3aboneBaHusa, peabuamtaumn, gnaa CoxpaHeHus, NpenoTBpaLLeHUA UK
npepbiBaHUa 6epemeHHocTH [5].

MeauumMHCKMIA paboTHUK - duU3MYecKoe /ML, KOTopoe UMeeT meauuMHCKOoe MAM MHoe obpasoBaHue,
paboTaeT B MeAWMLUMHCKOW OpraHmsauumM M B TPyAoBble (A0MKHOCTHble) 06A3aHHOCTM KOTOPOro BXOAMUT
ocyllecTBAeHNe MeAMUMHCKOW AeAaTenbHOCTH, b0 ¢pusmnyeckoe AMLO, KOTOpoe ABAAETCA UHAMBUAYaNbHbIM
npeanpuHUMaTenem, HenocpeacTBEHHO OCYLLECTBAAILLIMM MeAULMHCKYIO AeATeNbHOCTb [2].

MeaMUMHCKOE BMELLATENbCTBO - BbINOJIHAEMblE MEAULMHCKMM PaboOTHMKOM M WHbIM PabOTHUKOM,
MMeEIoLWMM NPABO Ha OCYLLECTBAEHME MEANLMHCKON AEATENbHOCTH, NO OTHOLLUEHMIO K NALMEHTy, 3aTparusatoLme
du3nYecKoe WAM MCUXMYECKOE COCTOAHME YeNoBeKa M Mmelowme MNpoPUAaKTUYECKYID, AMAarHOCTUYECKY!IO,
NeyebHyto, peabuanTaLMOHHYIO MM UCCAeA0BaTeIbCKYHO HanpaBAEHHOCTb BUAbI MeAULMHCKUX 06CcneaoBaHNi
N/VMAN MeAULMHCKMX MaHUMYAAUMIA, a TaKXKe UCKYCCTBEHHOE npepbiBaHne 6epemeHHocTH [2].

MOAMd)MKaLI,VIﬂ o6pa3a XU3HN - MeponpunATnA, Hanpas/ieHHble Ha HOPMaA/IM3auUo BeECa WU XapaKTepa
NUTaHUA, ,a,eraTeanoiz’l dKTUBHOCTHU, LLe/IbIO KOTOPbIX ABNAETCA CHNXEHUE cepaevYHO-COCyaANUCTOro pncKa.



MaumeHT - dUsmyeckoe MU0, KOTOPOMY OKa3biBAETCA MeAMLMHCKaa NOMOLLb UK KOTopoe 0bpaTuaoch 3a
OKaszaHMeM MeAMLUMHCKOM NOMOLLN He3aBMCMMO OT HaiMYmsA y Hero 3aboneBaHma 1 OT ero coctosHuA [2].

MNMocneposatenbHan KombuHMpoBaHHanA JIAT cneunduryeckan Tepanms - 3To Noc/seaoBaTe/IbHOe Ha3HavyeHne
ABYX 1 6onee pasHbIX KnaccoB cneundunyecknx npenapaTos 41a IeYeHMA Nero4HOMN rmnepTeHsnn [6].

Pabouaa rpynna no pa3paboTke/aKTyanmsauum KAMHUYECKUX PEeKOMEHAAUMN - 3TO  KOJIIEKTUB
cneuunannctos, paboTalolMX COBMECTHO M COr1acoBaHHO B LenAX pa3paboTKu/akTyanunsaumm KAMHMYECKUX
peKkomeHaaumuin, U Hecywmx obLLYyH0 OTBETCTBEHHOCTb 33 Pe3y/ibTaTbl JaHHOW PaboTbl.

CVHAPOM - YCTOMYMBAEA COBOKYMHOCTb PAAa CUMMNTOMOB C evHbIM naTtoreHesom [7].

CocTofHME - M3MEHEeHWA OpraHuM3ma, BO3HMKAlOWMe B CBA3M C BO3AEMCTBMEM MaTOreHHbIX wu/vam
dumsmonornyecknx pakTopos m TpebytoLLmMe oKazaHMA MeguLMHCKON nomoLm [2].

CrapToBas KombuHuposaHHaa JIAl cneumdumyeckas Tepanua - 3TO OAHOBPEMEHHOE HasHauyeHue ABYX U
6onee pasHbIX KAaccoB cneundryecknx NnpenapaTos 410 IeYeHUs eroYHomn rmnepTeHsmnm [6].

Te3MC-p6KOMEH,ﬂ,aLI,Mﬂ - NONOXEeHUe, OoTpaxKakuwee NopAgoK U NPaBU/IbHOCTb BbIMOZIHEHNUA TOFO MU UHOTO
MegnUnNHCKOro sMmellatesibCtBa, MMerowero 40Ka3aHHy 3¢¢EKTI/IBHOCTb 1 6e3onacHoCTb.

YpoBeHb A0CTOBEPHOCTM AoKa3aTenbcTs (YA/) - cTeneHb yBepeHHOCTU B TOM, YTO HaWAeHHbIN 3ddeKT oT
NPUMeHEeHNA MegULMHCKOro BMeLIaTeNbCTBa ABAAETCA UCTUHHBbIM [8].

YpoBeHb ybeautenbHocTM pekomeHgaumit (YYP) - cTeneHb yBepeHHOCTM B [OCTOBEPHOCTM 3ddekTa
BMeLlaTeNnbCTBa U B TOM, YTO Cefl0BaHMe PeKoMeHAauMAM NpuHeceT 60/blue No/b3bl, YeM Bpeaa B KOHKPETHOM
cuTyaumm [8].

Llenb MeanKaMeHTO3HOM Tepanuu - cTabuabHoe A0CTUXEHUE 30Hbl HU3KOro puUcKa netanbHoctu [9, 10].

1. KpaTtkasa unpopmaumsa

1.1 OnpegeneHune 3aboneBaHnA UM COCTOAHUA (rPynnbl 3a601eBaHUIA UIN COCTOAHMIA)

NleroyHana runepteHsua (NIF) - remogMHamuuyeckoe M NAaToOM3MOMOTMYECKOE COCTOAHWE, KOTopoe
XapaKTepusyeTcs MOBbILWEHUMEM CPeAHEero AasfeHus B feroyHon aptepum (4J1A) >= 25 mm pT. CT. B MOKOE,
M3MepEeHHOro Npu Ypes3BeHO3HOM KaTeTepmsauum cepaLa [6].

HopMmasnbHble 3HaYeHUA 4aBNEeHUA B IEFOYHOM apTepum B NoKoe - cpegHee AJIA <= 20 mm pT. cT. [12].

[aBneHne 3aKAMHMBaHUA nerovHon aptepuu (43/1A) KOCBEHHO OTpaXKaeT AaB/eHWe B IEBOM Npeacepanm
N KOHEYHO-AMACTONIMYECKOE AABNEHME B IEBOM YKENyO0uKe.

JNleroyHoe cocyauctoe conpotusaeHne (/ICC) - nokasaTesb, OTpPaXKaloOWMK TAMKECTb NOpPaXKeHUs
apTepunanbHOro pyc/ia Manoro Kpyra KposoobpaueHua (MKK), KoTopblit paccumTbiBaeTcs nNo popmyne: (cpeaHee
ONA - O3/1A)/cepaeyHbiii BbIBPOC 1 M3MepsieTcs B eAnHULAx Byaa [13].

MpeKkanuanApHaa NerodHana rmnepTeH3nA - reMoAuHaMMYecKnin BapuaHT JII, onAa KOTOPOro xapakTepHo
cpegHee O/1A >= 25 mm pT. cT., A3/1A <= 15 mm pT. cT. 1 ysenndenune JICC >= 3 ea. Byaa [6].

MocTKanuANApHan NerovyHan rmnepTeH3na - remogmMHammyeckmn BapmaHT JII, npu Kotopom cpegHee AJ1A
>= 25 mm pT. cT. n A3/1A> 15 mm pT. cT. [6].

1.2 3Tmonorua n natoreHes 3aboneBaHMa MU COCTOAHUA (rpynnbl 3a60n1eBaHUIt UU COCTOAHUIA)

fpynna 1. B ocHoBe pa3sutua JIAT nexaTt CTPYKTypHble n3MeHeHusa aptepuin u aptepuon MKK, KoTopble
NPOABAAKOTCA runepnaasnen UHTUMbI, runeptTpodueir U runepnnasvent rMagKOMbIWEYHbIX KNETOK cpeaHen



060/I04KM COCYZOB, YTO/NWEHWEM aABEHTUUMM C GOPMMPOBAHMEM MEPUBACKYIAPHBIX BOCMANUTENbHbIX
MHOUNBLTPATOB, a Ha 6onee MO3aHUX cTaguAx - GMBPO3HbIMM M3MeHeHMAMM [35]. YcToMuMBLIM K anonTosy
deHOTUN 3HAOTEeNMANbHbIX KAETOK, XapakTtepHbln ana JIA[, cnocobcTByeT BO3HWMKHOBEHMUIO MJIEKCOTEHHOM
apTepuvonaTtmMm, Nnpueoaallen K cybToTanbHoM 0b6MTepauum npoceeta cocya, ysennyenumto JICC 1, B KOHEYHOM
utore, reMoAMHAaMWYECKOW Harpyske Ha npaBblid  Kenygouyek. DopmupoBaHME  OHKOMOAOBHOrO,
nponvdepatMsHoro GpeHoTUna KAETOK COCYAMUCTOM CTEHKM CBA3bIBAIOT C HapPYLIEHWEM MUTOXOHAPWANbHOIO
ObIXaHMA N YCUNEHNEM SHEPreTUYEeCKOM 3aBMCMMOCTM OT a3pOoBHOro rMMKOAN3a, YTO NPUBOAUT K MAaTO/IOrMYECKON
aKTMBauuM $akTopoB TpaHcKkpunumun [36]. BTopas runotesa passutua JIA[, nonyyuBllas HasBaHWe
"nereHepaTMBHON", CBA3aHA C NOBPEXKAEHUEM SHAOTENNA, HAPYLUEHMEM NPOLLECCOB penapauun U aHrMoreHesa,
NPUBOAALMX K YMEHbLIEHMIO NAOTHOCTU COCYAOB MWKPOLMPKYAATOPHOro pycna. HesaBMCMMO OT MCXOAHOro
MexaHM3Ma K/to4yeBbiM 3BEHOM B naToreHese JII nmo-npexHemy ocTaeTcA 3HAOTeNAManbHaa AuchyHKLMA Co
CHUXEHMEM CMHTE3a OCHOBHbIX BasoAuiatTupylowmx (MoHookcuga asoTa (NO), npocTauukavHa) w
rMNepnpoAyKumMelr  Ba3OKOHCTPUKTOPHbLIX  cybcTaHumin  (aHgoTenuH-1, TpombokcaH A2, CEpPOTOHMH),
dbopmurpoBaHNEM NPOTPOMOOTHUUYECKUX YCNOBUIA; PAa3BUTMEM BOCNAIUTE/IbHbIX PEAKLIMI B COCYANCTOM CTEHKE KaK
33 cyeT yTpaTbl 3HAOTE/NIMEM aHTMAATE3MOHHbIX CBOMCTB, TaK W BCNEACTBME HAPYLWEHUW BPOXKAEHHOrO U
a[anTUBHOMO MMMyHUTETA. DYHKUMOHANbHOE COCTOAHME MPaBOro KEeNyAo4YKa - OCHOBHON JIMMWUTUPYIOLLUIA
dakKTOp, onpeaenArLMn NPOrHo3 nauneHTos ¢ JIIN n HanpAMyto 3aBUCALWMIA OT cTeneHn GUBPO3HbIX USMEHEH MU
cocynos MKK 1 mmnokapaa.

BosHuKHOBeHMe JIAT onocpegyeTca B3aMMOAEWUCTBMEM TFEHETUYECKUX, ISMNUTeHeTMYECcKUx ¢GakTopoB W
daKTopOB OKpY:Katowel cpeapl. MoKasaHo, YTo y NauMeHToB ¢ cemeliHon ¢dopmoii JIAT myTtaumm B reHe BMPR2,
OTHOCALLEMCS K CEMENCTBY TpaHCHOPMUPYIOLLETO POCTOBOrO GaKTopa MU peryampyrolem npouecchl KAeToYHOM
nponndepaunn, BbiABAAOTCA B 75% cnyyaes, Torga Kak y MNaULMEHTOB CO CMOPAAMYECKMMM BapuaHTamu
nanonatuyeckoi JIAT - TonbKo B 25% cnyyaes [37]. Kpome Toro, y naumeHToBs ¢ JIAT, Metowmx aHamHes, B TOM
yncne U cemenHbli, reMopparMyecknx TeNeaHrMosKTasui, BbISBASIOTCS MyTaLMWU FEHOB, KOAUPYIOWNX aKTUBUH-
peuenTop-nogobHy0 KWHAsy-1, aHAOrAMH M 6enku cemeicTBa TpaHchOpmUpyOLWEro poctoBoro dakTopa
(BMPR1B, SMAD9). MNpoBeaeHne NOJHOTEHOMHOrO CMKBEHCa Yy nauneHToB c JIAT BbISBMNO LOMNONAHUTENbHbIE,
bonee peakMe MyTauMM B TeHax, KOAMPYHOLWMX KaBeonuMH-1 u Kanuesble KaHanbl (KCNK3). Hapagy c
reHeTMYeCKUMKM  AeTEPMMHAHTAMM B pa3BuTum  JIAT  aKTMBHOE y4yacTMe MPUHMMAOT TPU  OCHOBHDIX
anUreHeTUYECKUX MexaHusma: metuamposaHue AHK, moandurkaumm ructoHoB n MUKpoPHK.

YCTaHOB/EHO, YTO B KauecTBe PpaKTOpOB pUCKa pa3BuTua JIAI MoryT BbICTynaTb IEKAPCTBEHHbIE NpenapaThbl
M TOKCUHbI, UHOPMAUUSA O KOTOpbIX NpeacTasneHa B MNpunoxeHun b1 (Tabn. 4) [6, 11]. Brarogapa HaKoMeHHbIM
3a nocnegHue roAbl AaHHbIM, A33aTMHMO U mMeTamdeTamMuHbl M3 TPpynnbl "BEpOATHbIX" MepeHeceHbl B rpynny
"onpeaeneHHbIx" NeKapCTBEHHbIX MPENapaToB, C MPUEMOM KOTOPbIX accouumpoBaHo passutue J1AT.

lpynna 2. 3aboneBaHna NEBbIX KaMep CepAaua, Bbi3blBatoLMe NOBbIWEHWE AABAEHUSA B JIETOYHON apTepuMy,
ypesBblYyaliHO reTeporeHHbl. OBWWMIA MexaHM3M, NeKalWuil B OCHOBE JEro4yHoi BEHO3HOW TUMNEPTEH3UM, -
naccMBHan nepegaya MOBbIWEHHOMO AaB/AEHUA HaMNOJAHEHMA U3 NIEBbIX Kamep cepala Ha BeHbl Manoro Kpyra
KpoBOOGpaLLeHUA. YBeANYEeHMEe NEBOro Npeacepans MOXKET CAYKUTb PaHHUM MapKEPOM CUCTONIMYECKON MK
AMaCTONMYECKOM AUCPYHKUMM NEeBOro Kenyaouyka. [loBblleHHOE BEHO3HOe JaBAeHME B MasoM  Kpyre
KpPOBOOGPALLEHNS MPUBOAUT K MOBPEKAEHUIO 3HAOTENUA, YTO COMPOBONKAAETCA YBE/JMYEHMEM CEKpeuun
3HAOoTeNMHa-1, ymeHblweHnem npodykumm NO U CHUMKEHMEM YyBCTBUTENbHOCTM K Bas3oAMaTUpYyloLLemy
AeNCTBUIO HaTpuitypeTndeckux nentnaos [38]. CxoAcTBO MMCTONOMMYECKOWM KapTUHBI KOMBUMHUMPOBAHHOM npe- U
NOCTKaNUANAPHOM NeroyHol runepTteHsun ¢ JIAT nogyepKknBaeT O6LHOCTb NAaTOrEHETUYECKMX MEXaHU3MOB MX
pasBUTHA.

lpynna 3. Ba3OKOHCTPUKLMA COCYAOB MAJIONO Kpyra KpoBOOOpalleHWs B OTBET Ha TMMNOKCEMUIO C
nocnefyroWmMM pemosenMpoBaHMEM apTeEPUI N apTepuon - KA4YeBOe 3BeHO naToreHesa JII nmpwm natonorum
NErKMX, 4YTO NOATBEPXKOAETCA HaNMYMEM KOPPENALMOHHOM CBA3M MeXAy BennumHon cpegHero [OJIA w
napLmManbHbIM AaBNEHUEM KUCAOPOAa, A TakKe anuddy3MOHHOM CNOCOOHOCTU Nerkux A8 MOHOKCMAA yriepoaa
(DLCO) [39, 40]. NapagokcanbHbiA OTBET Ha runokcemunio cocygos MKK moxKeT 6biTb reHeTUYecKu
OEeTepPMUHUPOBaH. YCTaHOBAEHA CBA3b MeXay pa3sutvem JII y naLmMeHTOB C NaTOIOrMen NerkMX N HOCUTENBCTBOM
LL-nonnmopdurama B reHe S5HTT nepeHocymKa cepoToHMHa. Hapaay ¢ aTum, runepnpoaykuma sHAOTeNnHa-1,



daKTopa Hekposa onyxonen anbda, TpaHcPopmupytowero poctosoro ¢akrtopa b6erta, coCyaMcToro pPoCcToBOro
¢daKkTopa, a TaKXkKe noBbieHWe ypoBHA C-peakTMBHOro 6esika NOATBEP)KAAIOT OOLWHOCTb MAaTOreHeTUYECKUX
MexaHn3moB passuTua JII npuM natonornMm Aerkmx u y nauumentos c JIAl. CnesyeT NOMHWUTb, YTO MPUYUHOM
passutma /Il y 10 - 15% nauneHToB MOryT ObiTb HAapyLUEHUA AblXaHUA BO CHe. Kak npaBuio, A40NONHUTEIbHbIM
dbaKkTOpOM pucKa pa3sutma JII y aTUX NALMEHTOB CAYKUT MeTaboNNYeCKUn CUHLPOM, MHCYJIMHOPE3UCTEHTHOCTD U
ACCOLMMPOBAHHbIM C HUIMW OKCUAATUBHbBIN CTPECC, NPUBOAALLMIA K PAa3BUTUIO SHA0TENMANBHON ANCHYHKLUMN.

fpynna 4. CoBpemMeHHOe MOHUMaHWe natoreHesa XTI/ BbIXOAUT [aNeKO 33 PaMKU XPOHMYECKOM
06CTPYKUMK, BbI3BAHHOW HedparMeHTUPOBaHHbIMKU TpomboTuyeckummn maccamu. M xota natoreHes XTI/T go
KOHLL@ He M3y4YeH, BOSHMKHOBEHME AaHHOro 3ab60/1eBaHMA CBA3bIBAIOT C HapyLleHMeM npoueccoB ¢MbpuHoOAn3a,
aHTMoreHesa, paHHUM pas3suTnem OUOPO3HbIX M3IMEHEHUMA UM BTOPUYHOM BackysonaTtuen. JII npu 3Tom
3a60/1€BaHNN MOXKET BO3HMKATb MPU TPOMOOTUYECKOM MopaKeHun meHee 50% apTepuanbHOro pycna, 4to
noayepKUBaEeT 3HaYeHNe HeMPOryMmopasibHbix pakTopoB B ee pa3BUTUMU U cOMKaeT gaHHoe 3abonesaHne ¢ NIAT
[31].

1.3 3nuaemunonorua sabonesaHna UamM cocToAHUA (rpynnbl 3a6oneBaHNt LN COCTOAHUIA)

NIl oTHIOAb He peaKoCTb, HANPOTUB, OHA 3aTparmBaeT OKoNo 1% HaceneHusA, B BO3pacTe cTapwe 65 net
BcTpeyaetca y 10% naumeHTtoB [17]. Tem He MmeHee, 3a60n1eBaemMOCTb M PACNPOCTPAHEHHOCTb Pa3UYHbIX
KAnHunyeckux rpynn JII cylecTBeHHO pasanyaercs.

lpynna 1. JIAT oTHocuTcA K umncny opdaHHbIX 3aboneBaHMii, NO3ITOMY OCHOBHYK MHbOpMaLMiO O ee
pacnpocTpaHeHHOCTN M 3aboseBaeMOCTU MNPeaoCTaBAAT HAUMOHANbHbleE U MeXKAyHapoaHble peructpbl. o
OaHHbIM GpaHLYy3CKoro permctpa pacnpoctpaHeHHocTb JIAI coctasnset 15 cnyyaes, a UJAT - 5,9 cayyas Ha 1
MWASIMOH B3POC/IOro HaceNeHus, Toraa Kak 3abonesaemoctb He npesbiwaeT 2,4 1 1,0 cnyyalt Ha 1 mAaH B3pocaoro
HaceneHus B rod, cootTBeTcTBeHHO [18]. Mo gaHHbIM amepuKaHcKoro pernctpa REVEAL cpeau Bcex nauneHToB €
N | rpynnbl okono 50% naumeHtosB umetoT WUJIAT, HacnegcteseHHyto JIAT wam JIAT, cBA3aHHYO C npuemom
NIeKapCTBEHHbIX NPenapaToB WAM TOKCMHOB. B noarpynne JIAT, acCOUMMPOBAHHON € ApyrMmun 3abonesBaHMAMM,
OCHOBHOM NpuymnHoi pa3sutua /I asnatotca anddysHole 60ne3HN COeANHUTENBHON TKaHU U, B MEPBYIO oYepesb,
cuctemHan cknepogepmma [19]. Mo aaHHbIM Poccuiickoro HalwMOHaIbHOIO pernctpa Aonsa naumeHTos ¢ UJAT B
cTpykType JII | rpynnbl coctasnaet 41,5%, HacneacteseHHasa JIAT - 0,4%, NAT, accoummnposaHHaa ¢ BMNC n C3CT, -
36% wn 19,5%, cootBeTcTBEHHO; noprtonyabmoHanbHaa JII - 1,9%, BUY-accounmposanHaa JIAI - 0,4%, JIAT,
MHAYUMPOBAHHAsA NPMEMOM NEKAPCTBEHHbIX MpenapaToB 1 TOKCUHOB, - 0,4% [20].

WNAT TpaAUUMOHHO ONMCbIBAETCA KaK 3ab0neBaHMe MONOAbIX KeHLWMH 6e3 conyTcTytoLel natonornun. 06
3TOM CBMAETENbCTBYIOT AaHHble UCTOPUYECKOrO pernctpa HaumoHanbHoro MHcTuTyTa 3g0posba CLUA (National
Institutes of Health, NIH), B KoTopom cpegHuit Bo3pacT naumeHtoB ¢ UJIAT Ha MOMEHT NOCTAaHOBKWU AMArHosa
coctaBun 35 +/- 15 neTt, a COOTHOWEHWE MEHWMH M MyXK4YMH 6bino 1,7:1 [21]. AHanornyHblie AaHHble
npeacrasaeHbl B POCCMNCKOM HaUWMOHAIbHOM PerncTpe, B KOTOPOM CpeaHMin Bo3pacT nauneHTos ¢ JIAT coctasun
42,7 +/- 15,3 net [20]. OaHako 3a npoweawune 3 gecatunetna "noptpet" naumeHtos ¢ WUJIAT cyliecTBeHHO
WM3MEHW/CA: YyBENMYMNACh [O0AA MNOXWUAbIX MNauMeHToB. B yacTHOCTM, cpefHWt BO3pacT MaUMEHTOB BO
dpaHuy3ckom 1 amepukaHckom (REVEAL) peructpax coctasun 52 +/- 15 net u 53 +/- 15 net, cootBeTcTBeHHO [22,
23]. B esponeiickom pernctpe COMPERA pons nauneHtoB ¢ MJATI ctapwe 65 net npesbicuna 64%, xots
COOTHOLLEHME KEHLUMH U MYXKUYMH OCTANOCh NpexHum - 2,3:1 [24]. C pocToM NONyAAUMKU NOXKUbIX MNALUMEHTOB
YBEIMYMBAETCA M [018 NALMEHTOB, UMEKOLWNX TPAAULMOHHbIE CEPAEYHO-COCYANCTbIE 3a001EBAHUA: CUCTEMHYIO
runepTeHsunio (27 - 42%), oxkuperue (30 - 38%), caxapHblit anabet 2 Tuna (14%) n nwemmnyeckyro 6onesHb cepaua
(10 - 12%), uto 3aTpyAHAET CBOEBPEMEHHYIO ANArHOCTUKY 3abosieBaHusA [23, 25].

lpynna 2. JIT npu natonorMu neBbix Kamep cepaua - ogHa M3 Haubosee pacnpocTpaHeHHbIx ¢dopm T,
KOoTopaA coctasnfeT 48 - 80% B CTPYKType NerovHbix rmnepteH3unii [26]. Kak npasuao, passutue JII y nauneHTos ¢
naTofiorMen NeBbiX Kamep cepaua CBSA3aHO C MPOrpeccMpoBaHMEM OCHOBHOro 3aboneBaHMA U yBe/MYEHMEM
GYHKUMOHANBHOTO KNnacca cepaevyHon HeAoCTaTOYHOCTU, YTO HEBAronpuATHO BAMAET Ha MX BbIXKMBAeMOCTb. JII
BCTpeyaeTca y 60% naumeHToB C cuctonmyeckon n y 83% naumentos (CONA > 35 mm pT. CT.) C AMACTONNYECKON
ANCHYHKUMEN N1EBOTO KeNyaouKa, a Takke Yy 38% NauMeHTOB C MUTpabHbIM cTeHo3om (CAOJIA > 50 mm pT. CT.), ¥
23% nauueHToB C MUTpanbHOW HepgocTaToudHocTbio (CAJIA > 50 mm pT. cT.), ¥ 29% nauueHToB C aopTajibHbIM



cteHosom (CAJTA > 50 mm pT. cT.) My 16% naLMeHTOB ¢ aopTanbHOM HegocTaToyHocTbio (CONA >= 60 mm pT. CT.)
[27].

Mpynna 3. PacnpocTpaHeHHocTb JIT Npu XpoHUYECcKo ob6CTpyKTUBHOM 6one3Hn nerknx (XOBJT) 3aBucHt He
TONbKO OT TAXKecTM 3aboneBaHmA, HO U meToda BepuduKaumm JII. AHaNU3 JaHHbIX YPE3BEHO3HOM KaTeTepm3aumnm
cepaua y naunenToB ¢ XOB/1 IV ctagum 3aboneBaHns nokasan, uto 90% naumeHToB nmetoT cpegHee /1A > 20 mm
pT. CT. U Tonbko 1 - 5% nauueHToB MmetoT OJIA > 35 - 40 mm pT. cT. B noKoe [28]. Jaxke npu ymepeHHbIX
du3nyeckux HarpysKax y nauymeHtoB ¢ XOBJ1 moxkeT HabaoaaTbea bbicTpblit pocT cpegHero AJIA. Ana deHoTmna
XOB/1 ¢ BoBneyeHnem cocygoB MKK xapaKTepHO coyeTaHMe MeHee TAXKEeNbIX HapyleHUA GYHKUMU BHELLUHEro
AbIXaHUA C TUMOKCEMMEM, OYeHb HU3KoM AUdPY3MOHHOM CMOCOOHOCTbIO NIETKUX ANA MOHOKCMAA Yrnepoaa,
HOPMO- WM TUMOKANHWEN U MPEUMYLLECTBEHHbIM OTBETOM CEpAEYHO-COCYAUCTOM CUCTEMbI Ha PU3NYECKYHD
Harpysky, 4to cbaukaeTt atoT BapuaHT JII ¢ WUJIAT. Y nauMeHTOoB C uamMonaTUYecKMm nerovHbim ¢ubposom
cpegHee OJ1A >= 25 mm pT. CT. 3apernctpmpoBaHo y 8 - 15% nauMeHTOB Ha HayaNbHOM cTagum 3aboneBaHuA C
yBennyeHmem po 30 - 50% B nosgHe M > 60% B KOHeyHoi ctagum [29]. CneayeT OTMETUTb BbICOKYHO
pacnpocTpaHeHHocTb JII y NauMeHTOB C CapKoMA030M, KOTopasa BapbupyeT oT 5,7% no 74% [30]. Xota /1T npwu
capkongose MmeeT MHOroQaKTOPHYIO NMPUPOAY M MOMKET, HapA4y C BOBJEYEHMEM MapPeHXMMbl Nerkux, 6biTb
obycnoBieHa naTosiorMelt eBblX KaMep cepaua U rpaHy/1IemMaTo3HOoM apTepuonaTueit.

lpynna 4. OnpeaennTb TOYHYHO PacnpoCTpaHeHHOCTb U 3aboseBaemocTb XTI/ 4OCTAaTOYHO C/IOXKHO, TaK
KaK 3a60n1eBaHMe 4acTo OCTaeTcA HeAMarHoCTMPoBaHHbIM. He meHee npobaematnyHa runepanarHoctmka XTI/ y
NauMeHTOB C 3MNW3040M OCTpOl Tpomboambonuu neroyHon aptepun (TI/IA). B paHee onybAMKOBAHHbIX
NPOCMNEKTUBHbIX MUcciegoBaHuax 4vactota XTI/ nocne cumnTomHoW octpoit TIJIA, BepuduuMpoBaHHasA Npu
Yype3BEHO3HOW KaTeTepusaumm cepgua, konebnetcs ot 0,4% [o 6,2%, 4uTo B cpegHem coctasaseT 3,4% (95% AU
2,1-4,4%) [31]. BmecTe c TeM, HEKOTOpPbIe AaHHble YKa3blBalOT Ha TO, YTo XTI/II MoKeT BO3HMKATb Y 5 Ye/I0BEK Ha
MWAIMOH HaceneHus B rog [32]. Xota XTI/IT u paccmaTpuBaeTca B paMKax BeHO3HOM Tpomboambonauu,
npeglecreytowme snunsogbl TI/IA no gaHHbim EBponeiickoro peructpa XTI/ ypaeTca noareepaute B 74,8%
cny4yaes, a Tpombo3bl ryboKMx BeH - B 56,1% cnyyaes [33]. YuuTbiBan KU3HeyrpoxKatowmii xapaktep XTI/T,
3aTpaTbl HA BeAeHMe OA4HOro NauneHTa B Poccuitickon ®epepauun coctasaaot 379 muannoHos pybnein, npuyem
91% W3 HUX - NpsAMble 3aTpaThbl [34].

lpynna 5. YunTbiBas reTeporeHHoCTb 3TOW rPynnbl, OLEHWUTb PACNPOCTPAHEHHOCTb W 3ab60/1IeBaemMoCTb He
NpPeACTaBAAETC BO3MOMKHbIM.

1.4 OcobeHHOCTM KOAUpPOBaHUA 3a60n1eBaHUA UK COCTOAHUA (rpynnbl 3a6oaeBaHKiA MU COCTOAHMIA) NO
MeXayHapoaHoM cTaTUCTUYEeCKo KnaccuduKkaumm 6onesHeit u npobaem, CBA3aHHbIX CO 340p0BbeM

Opyrne dopmbl cepaeUHO-NeroYHon HegoctTaTodHocTH (127):
127.0 - NMepBUYHAA nerovHaa runepTeHsnsa
127.2 - [lpyraa BTOPUYHAA Ne€rovyHasa runeprteHsnsa

127.8 - ipyrue yTouyHeHHble GOpPMbl NErOYHO-CEPAEYHON HEAOCTaTOYHOCTH

1.5 Knaccudukauyma sabonesaHna unm coctoaHua (rpynnbl 3a6o1eBaHUiA MM COCTOAHMIA)

NI BCcTpeyaeTca NpuM cambix PasHOOOpPasHbIX 3ab60sEBaHUAX M COCTOAHUAX WU KpaillHe peaKo ABAseTCs
caMocToATe/IbHbIM 3aboneBaHMeM - Hanpumep, Takum, Kak WJIAT. KnaccuduKauumsa neroyHbix rmnepTeHsui,
npuHsaTas Esponeiickum obuwecTBOM Kapguonoros W EBponeickum pecnmpatopHbim obuiectsom 8 2015 r.,
BblgenseT 5  OCHOBHbIX  rpynn, 06beAUMHEHHbIX  OOLWHOCTBIO  KAMHWUYECKUX, FeMOAUHAMMYECKMX,
NaToMopdONOrMYECKMX XapPaKTEPUCTUK U NOAXOA0B K nedeHunto. B 2018 roay Ha 6-m BcemmnpHom KoHrpecce no ST
B HMLLE BHECEHbI U3MEHEHUSA B KAMHMYECKYto Knaccudukaumto /M 2015 r. (Tabn. 1).

Ta6nunua 1. KnuHuyeckana KnaccuduKkauma nerouHbix runepreHsuia [6, 11]
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I. leroyHasa apTepmanbHaa runepTeHs3unsa:

1.1. MaronaTnyeckasa neroyHaa aptTepuanbHaa
rmnepTeHs3unn

1.2. HacneacrtBeHHas:

1.2.1. MyTauuun reHa BMPR2

1.2.2. Jpyrne mytauum KaHANAATHbIX FeHOB
1.3. HayunpoBaHHAA NEKAPCTBEHHbIMU
npenapatamm n TOKCUMHaMM

1.4. AccoummnpoBaHHas C:

1.4.1. CucteMHbIMM 3ab0NE€BaHUAMMU

I1l. JlerouHaa rmnepTeH3mnsa, CBA3AHHAA C
naTosIormen nerkmux u/am runokcnen:

3.1. XOb/N

3.2. PecTpuKTMBHbIE 3ab0/1€BAHUA NETKUX
3.3. Apyrue 3ab60s1€BaHNA NETKUX C
PECTPUKTUBHO-OOCTPYKTUBHbIM NATTEPHOM
3.4. T'nnoKcus 6e3 3abos1eBaHU NETKUX
3.5. AHOMannu pasBUTMA Nerknx

IV. Il n3-3a 06CTPYKLUMM IETOYHOM apTeEPUN:

4.1. XpoHunyeckaa Tpomboambonnyeckasa JIr
4.2. ipyrue npuynHbl 06CTPYKLUM NeroyHom
apTepun

COeANHUTENIbHOM TKaHU

1.4.2. BUM-uHdpekuuein

1.4.3. MopTanbHOM rMNepTeH3nen

1.4.4. BpoxxAeHHbIMW NOpOKaMU cepaLa

1.4.5. Wnctocomoszom

1.5. 1AT c ganTtenbHbim oTBeTOM Ha BKK

1.6. NAT c ABHbIMW YepPTaMM BEHOOKK/IHO3UOHHOM
6001e3HM/reMaHrMoMaTo3a 1eroYHbIX Kanuanapos
1.7. Nepcuctunpytowas JI HOBOPOXAEHHbIX

V. Jlero4Has runepreH3ns ¢ HeacHbIMK n/nuam
MHOToaKTOPHbIMM MEXaHU3MaMMU
3aboneBaHuA:

5.1. FTemaTonormyeckune 3abonesaHumn

5.2. CuctemHble n metabonnyeckue
HapyLweHuA

5.3. Apyrue
5.4. CnoxHble BpOXKAeHHble MOPOKM cepaLa

Il. NeroyHasn runepTeH3us, CBA3aHHAA C NaTosornemn
NIeBbIX Kamep cepgLa:

2.1. I schepctene CHHOB

2.2. Il Bcnepcteue CHcdB

2.3. KnanaHHaa natonorua

2.4. BpoxkaeHHas/npnobpereHHan cepaeyHo-
cocyamncTaa natonorus,

npuBoAALWAn K nocTkanuanapHon NI

MpepnoxeHo B | rpynny fnerovyHon apTepuanbHoit runepteHsnmn (J/TIAT) BbIHECTM CaMOCTOATE/IbHYIO
HO30/10TMYeckyto eanHnuy - JIAI ¢ ANMTenbHbIM OTBETOM Ha Tepanuio 610KaTopamm "meaneHHbIX" KanbLMeBbIX
KaHanos (BKK) [11]. HecmoTps Ha cXoACTBO pemMoAenMpoBaHuA aptepuit U aptepuon MKK y naymeHToB C
NOJIOXKUTENbHBIM Ba30pEeaKTUBHbIM TECTOM, BA30CNa3m UrpaeT OFPOMHOE 3Ha4YeHWe B MaToreHese 3TOro BapuaHTa
NAT. TMoKasaHo, 4yTo nauueHTbl WJIAT, nmelowme MONOXKUTENbHbIN Ba30PEAKTUBHbIM TeCT, FeHEeTUYEeCKH
OT/IMYAIOTCA OT MALMEHTOB C OTPULATENbHbIM BA30PEAKTMBHbLIM TECTOM, YTO, BEPOATHO, ABAAETCA NPUYMHOMN
6onee 6naronpuATHOro TevyeHMsA 3ab0seBaHMA M YHUKA/NbHOW BO3MOMKHOCTM HasHauveHua 610KaTopos
"meaneHHbix" Kanbumesbix KaHanos (BKK) [14]. CornacHo G. Simonneau c coasTopamu (2019), KpuTepusmu
ANUTeNbHOro oTBeTa Ha Tepanuio BKK cnegyer cuntath AocTuskeHue M coxpaHeHue I/Il K XCH (NYHA),
YCTOMUYMBOE Y/ydlWEHNE TeMOAMHAMUKN (NPEXHUI YpPOBEHb WM JlydliMe rOoKasaTean Mo CPaBHEHUIO C
OOCTUTHYTBIMW MapameTpamu BHYTPUCEPLEYHON reMOgMHAMUKM BO BPeMA BA30PEAKTUBHOIO TECTUPOBAHUA Mpu
Tepanuun BKK B coueTaHuu ¢ yposHem cpeaHero /1A < 30 Mm pT. CT. U cepAeYvHbIM BbIBpPOCOM B Npesenax Hopmbl
WAW Bblle HOPMbI) He MeHee roga Ha ¢oHe Tepanun BKK.

OpyrMm nameHeHnem B KAMHMYeCKon Knaccudukaumm JII 2015 ropa ctana mogmdukauma u ynpolieHue
BbIHECEHHOW paHee B OTAE/IbHYIO MOArpPynny BEHOOKK/IO3NOHHOW 60Ne3HN Nerknx/reMaHrmomaTosa AeroyHbix
Kanunnapos (BOBJ/I//IKT), KoTopyto npeanaraetca paccmaTpusaTb Kak JIAT Cc npu3Hakamu BoOB/eYeHUs
BeH/Kanunnapos (BOBJ///IKM) [11]. AJaHHOe M3MeHeHuUe KAUHWYECKM OBOCHOBAHO, MOCKO/IbKY BOBAEYEHWEe B
NaToNOMMYECKNIA NPOLLECC IETOYHbIX BEHYN/Kanuanapos cneunduiHo He Tobko ana BOBJT u JIKI, HO 1 moxKeT
HabnogaTbca NpwM  pasHoOObOpasHbix 3ab0seBaHMAX U COCTOSIHMAX, aCCOLMMPOBAHHBLIX C passutnem JAT,
Hanpumep, NpPu cucTemHon cknepogepmun (CCA). Kpome Toro, npodeccuoHaNbHbI KOHTAKT C OpraHUYeCcKUMM
pacTBOpUTENAMM, B OCOBEHHOCTU TPUXNOPITUIEHOM, ACCOLUMMPOBAH C pasBuTMEM npekanuanapHoin JII co
3HAUUTENIbHbIM  BOBJ/IEYEHMEM  NEerovHbiX BeHyn. [lpeanonoXuTb  3HAaUMMOEe  BOBAEYEHME  NIerOYHbIX
BEHY//Kanunnapos y naumeHTa ¢ JIAI MOHO Ha OCHOBAaHWWM COYETAHUA KNANMHUKO-UHCTPYMEHTANbHbIX AaHHbIX:



CHUXKeHHOW AMbdY3NOHHONM CNOCOBHOCTU Nerkux Aans moHookcuaa yrnepoaa (DLCO < 50% oT AonKHoro),
BbIPA’*KEHHOW TMNOKCEMWW B apTepuanbHOM KPOBW, HaAAMYMA BbINOTA BAOJAb CENTaNbHbIX JIMHWUIA,
LEeHTPONOBYNAPHbIX M3MEHEHWI NO TUNY "MATOBOro CTEKNA" MapeHXMMbl NEerkux U yBEAUYEHWUS Pa3MepoB
nmMmooy3nos cpeaocTeHuns. BosaeueHne NerovHbIX BeHYA/Kanuaaapos B NaToN0rMYEeCcKnii NPoLLece y NaLMeHTos ¢
NAT accoummpoBaHo ¢ HeBAAronpPUATHbLIM NPOrHO30M, NIOXMM OTBETOM HA CNeundUYecKyro Tepanmio U PUCKOM
pa3BuUTUA OTeKa ANerknx. B cBol ouepedb, KAMHMYECKAa M remogmHamuyeckasa KaptuHa BOB/JIKI s
b6osblIMHCTBE cnyyaeB cooTBeTcTByeT JIAl. Bonee TOro, Mpu rMCTO/IONMYECKOM WUCCAEA0BAHMU Y MALUEHTOB C
BOB/1//IKI, Hapaay C U3MEHEHUAMMU BEHYN/KanuANApPOB, HAaXOAAT BblpaXeHHOe PEMOAENNPOBaHNE /IErOUHbIX
apTepuon, YTO B COBOKYMHOCTU U MOCAYKWIO MOBOAOM K paccmoTpeHuto JIAT u BOBJ//IKI B KauecTtse
BO3MOMHbIX CLEHapMeB OAHOMO M TOFO *Ke JIErOYHOro COCYAMCTOro 3ab0NeBaHWUA, HEXKENM OTAeSbHbIX
Ho300rnYyeckmx eguuny, Jr [11].

N3meHeHna BHeceHbl M B V rpynny KAMHWYECKON Knaccubukaumm JII, B 4aCTHOCTM WCKAOYEHA
CMN/IEHIKTOMMUSA, T.K. OTCYTCTBME CeNe3eHKM camo no cebe He NpmMBoAUT K passutuio JII, Ho ABAAeTcA 06AUraTHbIM
$aKTOpPOM pUCKa PasBUTUA XPOHUYECKON TPOMBOIMBONNYECKON NerodHon runepteHsnmn (XTI/T). AHanorMyHbIM
06pasom 13 KnaccudmKaLMm UCKAOYEHbl 3a00N1eBAHUSA LWMTOBUAHOM Kenesbl, KOTOpPble YacTo ANAarHOCTUPYIOT Y
nauueHTos c JII, HO KoTopble UrpaloT posb GaKTOpa PUCKa WMAM CONYTCTBYHOLLEM MATONOTUK, YTAMKENALeN
TeYeHWe OCHOBHOro 3abonesaHusA. [loaTtomy yHKUMA  WUTOBUAHON Kenesbl TpebyeT NOCTOAHHOrO
MOHWUTOPUPOBAHUA B NpoLecce AMHAMUYECKOrO HabatoaeHWA 3a nauneHTamu ¢ JT.

FemoanHammyeckme HapyweHus B MKK y nauueHToB co cnoxHbiMu BIMC 4ypesBblMaiHO CNOXKHO
KBannduumposatb. TeM He MeHee, pasBMBAlOWEeCAs Y 3TUX NALMEHTOB COCyaucToe 3aboneBaHMe Jerkux
OKa3blBaeT B/AMAHME HA WX BbKMBAemOCTb. [ToaTomy cermeHTapHaa JII, KOTopasa pa3BMBaeTCA B OTAE/IbHOM
y4yacCTKe NIerkoro 3a CYeT aopPTONEroYHbIX KonnaTepanen, u cocyauctoe 3abonesaHue NErKMX Yy MNALMEHTOB C
YHUBEHTPUKYNAPHON UMpPKyAALMel BKAOYeHbl B 5 rpynny JII [15].

HecmoTpa Ha To, 4To Ha 6-m BcemunpHom KoHrpecce no JII B Huuue BHeCceHb! CywecTBeHHble U3MEHEHUA B
remogMHaMuyeckyto Knaccudpukaumio JII, pabouyelt rpynnon pekomeHAauuid NPUHATO pelleHMe COXPaHWUTb
AnarHoctmyecknn Kputepun I (cpegHee ONIA >= 25 mm pT. CT.), npuHATbIM EBponeiickum obuiecTtsom
Kapguonoros n EBponenckum pecnmnpaTopHbim obwectsom B 2015 r. (Taba. 2). 3To cBA3aHO € TEM, YTO OCHOBHas
AOKasaTenbHaa 6a3a 3¢pdeKTUBHOCTU cheumMdUUEcKMX aHrMNepTeH3MBHbIX MpenapatoB Ans nedexnua JIAT
nosydeHa B PKU, B KOTOpble BKAOYAAMCL MaLMEHTbl C MPEKANUANAPHOM NEerovyHon runepTeHsunen | rpynnsl,
nmetowme yposeHb cpegHero 1A >= 25 mm pT. CT.

Ta6nuua 2. lemoguHammuyeckan Knaccudukauma NerouHom runepreHsum [6]

Onpegenexue XapaKTepucTnkm KnnMHuyeckue rpynnbl

Bce BapuaHTbl 1€rOYHOM
rmnepTeHsun

Jlero4yHasa runepTeHs3uA CpegHee OJ1A >= 25 mm pT. CT.

KoHcynbTaHTIAOC: NpumeyaHue.
Hymepauma nyHKTOB faHa B COOTBETCTBMU C OPULMANbHBIM TEKCTOM AOKYMEHTa.

MpekanunnspHasa
NeroyHan runepTeHsms

CpepHee OJ1A >= 25 mm pT. CT.,
[3J1A <= 15 mm pT. CT.
NCC>=3 ea. Bya

1. JlerouHasa apTepuanbHasn
rmnepTeHsus.

3. JlerouHasa runepTeH3ua
BCNeACTBUE MATONOTMUU NETKUX.
4. XpOHun4ecKas
Tpomboambonunyeckas
NleroyHas rmnepTeHsus.

5. JleroyHasa runepTeH3unAa C
HeACHbIMK U/nnn




MHOX€eCTBEHHbIMM
MexaHu3mamm
N3onnpoBaHHas CpegHee OJ1A >= 25 mm pT. CT., 1. leroyHasa runepTeH3nA
MOCTKaNUANApHaA A31A > 15 mm pT. cT. BC/1IeACTBME NATONOMMU SIEBbIX
nlerovyHas runepTeHsua JICC< 3 epn. Byna Kamep cepaua.
2. JleroyHas runepTeH3una c
KombuHuposaHHas npe- n | CpegHee AJ1A >= 25 mm pT. cT., HEeACHbIMM 1/Uan
nocTKanuAiApHan O3/T1A > 15 mm prT. cT. MHOMECTBEHHbIMM
NerovyHasn runepTeHsms NICC< 3 ean. Byaa MexaHU3Mamm

MpekanunnapHas JII HabaogaeTca y nayumeHToBs ¢ JIAT (I KiMHMYecKas rpynna), y naumeHToB ¢ NaTonornem
nerkux u/van anbseonapHoin rmnokcemuent (Il KAMHUYECKaa rpynna), y nauMeHToB C OBCTPYKUMEN erovHbIX
apTepuii (IV KnMHMYecKan rpynna) U y oTaenbHbiX naumMeHToB V rpynnbl. MocTkanunnapHas /Il Habaoaaetca npu
naToforMn nesBbix Kamep cepaua (Il rpynna KAMHUYECKOW KnaccuduKkaumm), HO MOXKeT ObiTb U npu
M30/IMPOBaHHOM MOPaXKeHMU nerovHbix BeH (BOBJI/NIKT). BblaenstoT M30AMPOBAHHYIO MNOCTKANWANAPHYIO W
KOMOBMHMPOBAHHYIO Npe- 1 nocTkanuanapHyto JI. Jna XxapakTepuCcTUKM BOBIEYEHUS B MATOIOMMYECKUI NpoLecc
aptepuit/aptepuon MKK npu noctkanuanapHoi JII paHee peKOMeHZ0BasOCb OLEHWBATb AMACTOANYECKMI
nyabMoHanbHbIM rpaaueHT (4MNT) u JICC. OgHaKo MO MHEHMIO 3KCNEPTOB, A1A XapaKTePUCTUKU NPEeKanUANAPHOro
KOMMOHEHTa A4,0CTaTO4MHO oueHKM TosibKo JICC. YposeHb JICC >= 3 ea,. Byaa npusHaH 60nee ymecTHbIM, MOCKObKY
npu pAaHHbIX 3HaveHuax JICC Bcerga npUCYTCTBYIOT TUCTONOTMYECKME MNPU3HAKU IeFOYHOro COCYAMCTOro
3aboneBaHMA C pemoLennpoBaHMEM NErodHbix apTtepuit. bonee Toro, Hanuume JICC >= 3 ea. Bypa
aCcCOLMMPOBAHO C HU3KOM BbIXKMBAEMOCTbIO NOC/E TPaHCNAaHTauum cepaua [11].

B 1998 roay BcemupHasa opraHusauma 3gpaBooxpaHeHus (BO3) npuHAnNa M3MEHeHHyl cuctemy
PYHKUMOHaNbHOM Knaccudukaumm Hbro-MopKekoli Kapauonormyeckoit accoumaumn (NYHA) ana obnerdenus
oueHKM nauueHtos c JIAT (Taba. 3). C Tex nop ¢yHKUMOHaNbHbIK Knacc (PK) NYHA/BO3 wucnonb3syertca ana
PYTUHHOM OLLEHKWM cTaTyca NauueHTa npu OKasaHMM MeAMUMHCKOM MOMOLLM, ero nporHosa u apdeKTUBHOCTU
Tepanuu B NPOBeAEeHUM KAMHNYECKUX UCCIe0BaHNM.

Ta6nunua 3. PyHKUMOHaNbHAA KnaccuduKauma nerovyHoi runepreHsum (BO3) [16]

Knacc OnucaHue

[o] HeT orpaHnyeHnin ob6bI4HON PU3NYECKOW aKTUBHOCTU, OHA HE BbI3bIBAET NOBbILLIEHHOW
0A,bIWKM, ycTanoctu, 6onen B rpyam UAn NpeacMHKONaabHbIX COCTOAHUNA.

DK Jlerkoe orpaHuyeHne GuU3MYECKOM aKTUBHOCTU. [MCKOMPOPT B MOKOE OTCYTCTBYET, HO
06bl4Han GU3NYEeCcKan aKTMBHOCTb Bbi3blBAET NOBbIWEHHYIO 0AbILWKY, cNabocTb, 60b B
rPYLHOM KNeTKe UK NPEeCUHKOMNa/bHbIe COCTOAHUA.

DK 3HauMTeNnbHOE orpaHuYeHne GU3NYeCcKor akTMBHOCTU. B cocToaHMM noKosA
anckomeopTa HeT, Ho pM3nYecKkas aKTMBHOCTb MeHbLUe 0ObIYHOM Bbi3blBaeT
MOBbILEHHYO OAbIWKY, YCTaN0CTb, 60/1b B rpyAn AU NPECUHKOMNA/IbHblE COCTOAHMA.

IVOK OAbllWKa U/MAN yCTanocTb B COCTOAHMM NOKOA, YCUIMBAIOLWMECA NPAKTUYECKN NP
MWHUMaNbHOWN GU3NYECKOW aKTUBHOCTU. MoryT BbiTb MPU3HAKKN NPaBOXKENYA04KOBOM
HeA0CTaTOYHOCTH.

2. AnarHocTuka

YuutbiBaa oOTCyTCTBUE CI'IELI,MCI)MLIECKMX cmmntomoB JII M WKMPOKYKO pPacnpoCTpaHEeHHOCTb AaHHOro
I'IaTOd)VI3VIO/'IOI'VI‘-IeCKOI'O COCTOAHMUA npu Pa3/INYHbIX 3a60}'IeBaHMFIX, ANAarHOCTUKa nr Tpe6yeT



MYNbTUANCUMNIMHAPHOIO NOAX0AA U YETKOro CObBNI0AEHNA ANAFHOCTUYECKOro aaropmuTMa C Nocie0BaTelbHbIM
nepexoaom ANAA WCKAYEeHMA OT Haubonee 4acTbix npuumH passutua JII K Hambonee peakum. Llenbto
KomnaeKkcHoro obcnenoBaHnsa 601bHOMO ABAAETCA YCTaHOBAEHME AMArHO3a, OLEHKA KIMHMYECKOro Kaacca U Tmna
NI, dyHKUMOHaNbHOIO U FEMOAMHAMMYECKOrO CTAaTyca NaumeHTa [6].

OTcyTcTBME MAaTOTHOMOHMYHbBIX cumnTomoB JII co3gaeT TPyAHOCTU A1 ee CBOEBPEMEHHOM ANArHOCTUKU. B
cpegHem, MO AaHHbIM amepuKaHckoro peructpa REVEAL, ot noasneHma cumntomos JIA[ Ao BbINOAHEHUA
ype3BEeHO3HOW KaTeTepmsaumumn cepaLa u OKoHYaTebHON BepuduKaumm amarHosa npoxoaut 34,1 +/- 1,2 mecaua,
YTO CONOCTaBMMO C pe3y/ibTaTamu eBponeiickoro peructpa COMPERA [23, 41]. Mo AaHHbIM POCCUMCKOrO perncrpa
NauMeHTOB C JIEFOYHON rMNepTeH3nen megmMaHa BpeMeHM 40 NOCTaHOBKKU AnarHosa coctasasieT 52,8 mecaua [42].
YBennyeHve BpemeHuM [0 BepuduKauMm aAnarHosa, BEPOATHO, OOYC/NIOBAEHO KaK HecneuudUyHoCTbio
KANHUYECKUX cMMnTOMOB JIAT, TaK M HU3KOW HACTOPOXEHHOCTbIO Bpayei ambynaTopHOro 3BeHa B OTHOLIEHUMU
NAT.

KpuTepmmn noCTaHOBKM AMArHO3a /IerOYHOW rMnepTeH3uu: nosblleHne cpegHero AJIA >= 25 mm. pT. CT.,
M3MepPEHHOTO B NOKOE NpW Ype3BEHO3HOM KaTeTepusaumm cepaua [11].

OwnarHoctuka JII BkAtovaeT cneaytowme stanbl:

- CKpWHMHT, BKAoYatowmin B ceba cbop Kanob, oueHKYy NPUHALNENKHOCTM MaLMeHTa K rpynmnam pucka
pa3suTua JIAT, onpeaeneHune BepoaTHocTH JII Npu NOMOLLM TPaHCTOpPaKaabHOM a3xoKapauorpadum (IxoKr).

- MocnepoBaTtenbHOE UCKAOYeHMe Hanbosee YacTbix NpuyunH JII, B NepByto oyepesb 3ab0neBaHUIN NeBbIX
oTaenos cepaua (rpynna 2), natonorum nerkux (rpynna 3) u XTI/,

- Bepudurauusa anardosa JIl npu YBKC, yToUHEHNE HO3010MMYECKON NPUHAANEKHOCTH.

- OueHKa GYHKLMOHAbHOTO Kacca M cTpaTuduKauma pucka JAT.

2.1 Xanobbi n aHamHe3

B pebtote 3aboneBaHUA MaLMEHTbl KanylTCA Ha OAbIWKY MPU BbICOKOW U yMepeHHOU ¢usnyeckom
HarpysKke, NoBblWEHHY YTOMAAEMOCTb, cNabocTb, roNoBOKpy:KeHne. Ha 6onee Nos3aHUX CTaguax NoABAAKOTCA
CMHKOMa/bHblE COCTOSIHUA W/MAM  CUMMNTOMOKOMIIEKC, OBOYCNOBNEHHbIA MNPABOMKENYLOUYKOBOW CepaeyHOoM
HEA0CTaTOYHOCTbIO: OTEKM HWMMKHUX KOHEYHOCTeN, renaTomeranusa, acuuT, nynbcauma weknHbix BeH [43]. Y
nauMeHToB C ANUTENbHO cylecTsytowen JIAT MoxeT BO3HMKaTb 601eBOM CUHAPOM B rPYyAHOM KNeTke no Tuny
aQHTMHO3HOro. B OCHOBE MLWEMWMM MMOKapAA MOXKET ObiTb OTHOCUTENbHaA KOPOHApPHaA HeLOCTaTOYHOCTb
BC/EACTBME HU3KOrO CepaeyHOro BblOpoca M MNOBLIWEHHOrO HAMPAXEHUA CTEHKM MPaBOro KesayAouka,
TMNOKCEMUA, a TaKKe cAaBieHue JIeBOM KOPOHAPHOM apTepuu aHeBpPU3MATUYECKU PaCLUIMPEHHOM Nero4YHoM
aptepueit. Opyrum CUMMNTOMOM, CBA3aHHbIM C BbICOKOWM AauTenbHo cywecteywowen JIAl, AaBndetca
KpPOBOXapKaHbe, KoTopoe Yy nauueHToB 6e3 BIMNC BcTpevaetca B 1,5 - 6% cnyyaes [44]. Toraa Kak y naumeHToB ¢
CMHAPOMOM DM3eHMeHrepa JierodHble KpoBOTeYeHUA peructpupytotca B 43% cnyvaes n B 8% cnyvaes CayKat
NPUYMHOM neTanbHoro wucxoga [45]. WUCTOYHMKOM KpoBoTeueHMAa B 90% cayvyaeB Ccay»KaT W3MEHEeHHble
H6pPOHXMANbHbIE apTepPUM, KOTOPbIE OCOBEHHO YACTO BbIABAAIOTCA Yy NaumeHToB ¢ JIAT Ha ¢poHe BMNC. 3HaunTenbHoe
paclMpeHne JIerovyHOM apTepun MOMKET OblTb MPUUUHON €e AUCCEKLMUM WAW Pas3pbiBa, YTO KAMHUYECKU
CONpPOBOXKAAETCA TaMMOHaAoM cepaua. CumntomaTtuka JIIF MOXKeT 3Ha4YUTENbHO BapbMpPOBaTb B 3aBUCMMOCTU OT
¢$oHoBOro 3aboneBaHus, B paMKax KOTOPOro OHa Pa3BMBAETCA, M CONYTCTBYOLWEN naTonornn. Cneayer OTMETUTD,
YTO K/MHMYECKAA KapTMHA MOXKET MEHATbCA KaK B 3aBMCMMOCTM OT naTosnormu, Bbi3Baswen I, unau
aCCOUMMPOBAHHONO COCTOAHMSA, TaK U OT HAZIMYUA APYrOro CONyTCTBYOLWEro 3aboseBaHmA.

- PekomeHayeTca cbop aHamHesa U »Kanob y Bcex NaluMeHTOB AN yTouHeHuA reHesa /I [37, 46].

- EOK et (YA4,5 YYP C)

2.2 dusukanbHoe obcnegoBaHue



Mpwn aycKynbTaumm cepala akLEHT BTOPOro TOHa Ha IErOYHOM apTeEpPUM MOXKET BblTb OAHUM U3 OCHOBHbIX
dU3MKaNbHbBIX NPU3HAKOB, YKa3blBAOLWMX Ha Hannuume JII. B page cnyvyaes onpenensaetcs CUCTONMYECKMIA LWIYM
TPUKYyNuAanoHoW peryprutaunmn. Cnegyer oTMETUTb, YTO Y NALMEHTOB C CUHAPOMOM DM3eHMEHrepa MOXHO He
YCAbIWATb WYM LWYHTA, T. K. FPaAMeHT AasneHna B obnactn gedekta npu popmmnposBaHum Bbicokoit JII oTcyTcTByeT
UAN MUHUManNeH. MNpu passuTUM NPABOXKENYAO0YKOBON CepAevyHON HeLOoCTaTOYHOCTM Yy MaLMeHTOB OTMeYaroTcA
HabyxaHWe 1 Nynbcauma WelHbIX BEH, renatomeranus, nepudepmnyeckme oTeku, acumt. Mpm aTom y nNaumMeHToB C
JIAT ayckynbTauma JIETKMX MOXKET ObiTb HEe M3MEHEHa, TOrAa KaKk A/s MauueHToB ¢ nocTtkanunaspHoi /1M u
BblPa*KEHHON OJbILWKON XapaKTEPHO NOABAEHUE MENKOMNY3bIPYaTbIX XPUMOB B HUMHUX OTAENAX NErKUX B
COYETaHMM C MNONONKEHMEM OPTOMHO3. BaKHyl WHPoOpMaLMiO NpPU ocmoTpe 60/ILHOTO MOXKET NPUHECTU
nynabcokcumeTpua. [na nauneHtos ¢ WUJIAl nokasatenn caTypauum Kucaopoga no AaHHbIM MY/IbCOKCUMETPUN
Haxo4ATCA B Npeaenax HopMbl, TOr4a Kak 0bHapyKeHue gecaTypauunm B nokoe n npu ®H no3soaseT 3anofo3puTb
natonorunio nerkmx uam BIC ¢ apTepnoBEeHO3HbIM LWYHTUPOBAHUEM KPOBU. YXKe BO Bpems KAMHUYECKOro
obcnepoBaHMA NauMEHTA MOXKHO MNPeanonoXute npuumHy JII. TeneaHrnoskTasuu, SA3BEHHOE MOpaKeHwue
KOHYMKOB NaNbLEB M CKNEPOJAKTUANA XapaKTepHbl gns CCL, KpenuTauma Ha BAOXEe MOMKET YyKasblBaTb Ha
MHTepCcTULManbHoe 3aboeBaHNe IerKMUX, COCYAUCTbIE 3BE34,04KN MO TUNY "NayTUHKK", TeCTUKyNspHaa aTpoduma u
nasibMapHas apuTema npegnosaratot 3aboseBaHne neyveHu. Mpu obHapyKeHMM TaKOro CMMNTOMA, Kak Nanblibl
pYK B dopme "6apabaHHbIX nasodek", MoxKHO npegnonoxuTb BMNC c umMaHo30M, MHTEPCTULMANbHbIE 3a60/1eBaHMA
JIErKUX UKW NATO/IOTUIO MEeYEHM.

- PekomeHayeTca Bcem naumeHTam ¢ /Il npoBOANTb BU3YasibHbI OCMOTP TepaneBTUYECKUIN ANA BbiABAEHUA
cneundUYecKnx KIMHUYECKUX NPosBAEHNI 3aboneBaHns [46].

- EOK HeT (YYP C, YAA 5)

2.3 JlabopaTopHble gUarHocTMyecKkne uccnesosaHma

- PekomeHayeTca nposeaeHue obLLero (KNMHMYECKoro) aHanmn3a KPoBM M PasBepPHYTOro C OLEeHKOM YpoBHA
remornobuvHa W remaToKkpuTa, KoauMyecTBa 3PUTPOLUTOB, /eMKOLMTOB, TPOMBOLMUTOB, CKOPOCTU oOceAaHus
3pUTPOLMTOB Yy BCexX MauueHToB C JII B pamMKax MepBMYHOro 06CnedoBaHUA M B MNpolecce AMHAMUYECKOoro
HabnoaeHua Kaxable 6 - 12 mecaues [6, 43, 46].

-EOK 1C (YAA, 5 YYP C)

KommeHTapuu: B KAMHMYECKOM aHanu3e KPoBW Npexae Bcero Heobxoammo obpaliaTb BHMMaHWE Ha
YpOBeHb remornobuHa, remaToKpuTa, Haanunme MUKPOLMTO3a. BTOPMYUHBIA 3pUTPOLMUTO3 YAcTo BCTpeyaeTca y
naumeHToB ¢ JIAl Ha ¢oHe BIMNC n natonorum nerkmx. Bmecte ¢ Tem, NPakKTUUYECKM Y MONOBMHbI NMALUEHTOB C
cuHapomom diseHmeHrepa u UNAT Habaogaetca xkenesogednuntHoe coctosiHue. Moatomy uenecoobpasHo
npoBOAUTL OMpefeneHne Xese3a B CbIBOPOTKE KPOBM U YPOBHA deppuTMHA He pexe OAHOro pasa B rog Ana
pelweHMa BOMPOCA O HasHaYeHUW nMpenapaToB Kenesa. OnpeaeneHne ypoBHA remornobuHa aBnseTcs
0653aTeNIbHbIM TeCTOM Ha ¢oHe neveHnn IPA, Tepanma KOTopbiMM A0 15% cayvyaeB OC/NOMKHAETCA CHUMKEHMEM
ypOBHA remornobuHa [6, 43].

- PekomeHayeTcA npoBefeHWe MUCCAelOBaHME YPOBHA KpeaTWHWHA, HaTpuA, Kanua, roKo3bl, 0bliero
6enka, C-peaktuBHoro 6enka, ACT, A/IT, obuwero 6unmpybuHa, moyeBoi KMCNOTbl Y Bcex naumeHToB c JII B
pamkax nepsuyHoro obcneaosaHna U B NpoLecce AMHaMMUYECKoro HabaaeHns Kaxable 3 - 6 mecaues [6, 43,
46].

- EOK 1C (YA/4,5 YYP C)

- PekomeHAayeTcA  eXemecayHoe onpegeseHMe  aKTMBHOCTM  acnapTtaTaMuMHoOTpaHchepasbl U
aNaHMHaMUHOTpaHchepasbl B KPOBM MpPW HasHayeHUU ambpuseHTaHa**, 6o03eHTaHa**, mauuTteHTaHa** ans
oueHKu 6esonacHocTu Tepanuu [6, 43, 46].

- EOK 1C (Y44, 5 YYP C)

KoMmeHTapuun: npu KJANHUYECKM 3HAYMMbIX OTKAOHEHUAX na6opaTopr|x TeCTOB, XapaKTepU3yroLwmnx



dYHKUMIO NeYeHu, HeobxoaMmo NPoBOAUTL CEPOAMArHOCTUKY renaTUTOB A1 UCKAOYEHUA NOPTOMNY/IbMOHaNbHOM
rmnepTeHsun. OyHKUMOHaNbHbIE MeYeHOYHble TeCTbl TaK¥e MOryT MOBbIWATLCA MNPU  AeKOMMeHcaumm
NpaBOXeyA04KOBOW cepaevyHon HeaocTaTouHOCTU u/mnmn Ha ¢oHe Tepanum DPA. YpoBeHb MOYEBOW KMC/IOTI
MOXET ObITb MAPKEPOM TAXKECTU cepAeYHON HeaoCTaTOYHOCTU, OAHAKO CleAyeT MOMHUTb, YTO KOHUEHTpauus
MOYEBOWN KMCNOTbI MOXET MNOBbIWATLCA HAa GOHe Tepanum AuypeTMKkamu.

- PekomeHAayeTca nccneaoBaHune ypoBHS cBoboaHOro TpuiioaTnpoHnHa (CT3), ceoboaHoro TupokcuHa (CT4)
M TUpeoTponHoro ropmoHa (TTI) B KpoBuM y Bcex naumeHTos ¢ JIM npu nepBUYHOM 06CNeloBaHUM A1 BbISBAEHUS
NaToJIOrNK LLUTOBUAHOW KeJie3bl, YTAXKEeNSALEN Te4eHMe OCHOBHOro 3abonesaHus [43].

-EOK 1C (YAA4, 5 YYP C)

KommeHTapuu: y naumeHTtoB ¢ JII yacTo BcTpeyatoTca 3aboneBaHUA WUTOBUAHOM Kenesbl. lMaTosnorus
LWMTOBMAHOW ¥Kesie3bl MOMET CyLecTBoBaTb Y H6O/bHOrO MCXO4HO, 3aTPYAHAS AMArHOCTUKY U NledeHune, uam
npucoeguHATbCA co BpemeHem. O6 3ToM cnesyeT NOMHWUTbL B C/lyyae BHE3aMHOro YXyAlWeHWUA TeyeHus
3aboneBaHus.

- PeKkomeHayeTca onpepeneHne CoAepXaHWs aHTUTEN K KapAMoAunuHy, aHtuten K docdoamnugam,
aHTUTeN K 6eTa-2-rnMKonpoTenHy B KpoBu nauneHtTam ¢ JII npu nogospeHunn Ha XTI gna BbiaBaeHMA paKTopoB
pucka [47].

- EOK Het (YOA4 5 YYP C)

- PekomeHayeTca onpegeneHue cogep’KaHna aHTUTEN K aHTUreHam aapa Knetkn n JHK Bcem nauneHTam ¢
nogospeHuem Ha JIAT gns ucknrouyeHus accoymaumm ¢ C3CT [6, 43].

-EOK 1C (YAA4, 5 YYP C)

KommeHTapuu: MoBblleHNE aHTUHYKAEAPHbIX aHTUTeN B HU3KOM TUTpe (1:80) BCTpeyaeTcs AOCTATOYHO
yacto y naumeHTtoB ¢ JII. [MarHOCTUY4ECKMM TUTPOM OMpeaeneHUA aHTUHYKIeapHbIX aHTUTEN MEeTO4OM
UMMYHODNOOPECLEHLMMN cumMTaeTcAa TUTP >= 1:160, Npu ero AOCTUKEHUU aHANNBUPYETCA CNEKTP aHTUALEPHbIX
aHTUTen B uenax anddepeHumanocHo amarHoctukm CCL MAM nepekpecTHOro CMHAPOMA, KoTopble Haubonee
yacto maHudectmnpytot c .

- PekomeHayeTca uccnegoBaHue ypoBHA N-TepMUHANbHOTO GpparmeHTa HaTpUMypeTMUYecKoro nponentuaa
mosrosoro (NT-proBNP) B KpoBu Bcem naumeHTam c JII B pamKax nepBuyHoro obcnenoBaHma 1 aanee Kaxable 6 -
12 mecaueB ¢ Luenbio cTpaTudmuKauum pucKa netanbHoctn [6, 17, 43].

- EOK HeT (YAA4 5 YYP C)

- PekomeHpayeTca onpegeneHune aHtUTen knaccos M, G (IgM, IgG) K BMpycy ummyHoaeduunTa Yyenoseka
BMY-1 (Human immunodeficiency virus HIV 1) B KpoBu, onpeaeneHme aHTuTen knaccos M, G (IgM, 1gG) K Bupycy
uMmmMmyHogedbumumta yenoseka BMY-2 (Human immunodeficiency virus HIV 2) B KpoBu Bcem nauueHtam c /Il gns
UCKOYEeHUs accoumaumm ¢ BUY-nHdekumeit [6, 48].

- EOK 1C (YA/4,5 YYP C)

- PekomeHayeTca onpegeneHne aHtureHa (HbsAg) Bupyca renatuta B (Hepatitis B virus), aHTUr aHTUTenN K
Bupycy renatuta C (Hepatitis C virus), aHTuten Kk 6negHoit TpenoHeme (Treponema pallidum) B KpoBu Bcem
naumeHTam c /Il 4ns UCKAOYeHUA CONyTCTBYOLLEM naTonorum [6, 48].

- EOK 1C (Y44, 5 YYP C)

- PekomeHayeTca onpegeneHme OCHOBHbIX rpynn no cucteme ABO, onpepeneHue aHtureHa D cuctembl
Pesyc (pesyc-dakTop) Bcem naumeHTam c JIT nepea 4pe3BeHO3HON KaTeTepusaumen cepaua [6, 48].

- EOK 1C (Y44, 5 YYP C)



- PekomeHayeTca onpeaeneHne MeXAyHapoAHOrO HOPMann30BaHHOro oTHolleHua (MHO) Bcem
naumeHTam c JII, nony4yatowmx aHTUKOArynaHTbl HEMPAMbIE, U NauMeHTaM nepes Ype3BeHO3HOM KaTeTepu3saumen
cepaua [6, 48].

- EOK 1C (Y44, 5 YYP C)

- PekomeHayetcs 06WMIKA (KAMHMYECKUIA) aHannM3 MouyM Bcem naumeHtam ¢ JIIT Ana UCKAo4YeHus
COMyTCTBYIOLLEN NATONOTUN.

- EOK HeT (YA4 5 YYP C)
2.4 UHCTpyMeHTaNbHbIe AUAarHoCTUYecKme uccneposaHusa

2.4.1. dneKtpokapauorpadpusn

- PekomeHAayeTcs perucTpaums sneKkTpoKapauorpammbl  (IKM) Bcem nauueHTam npu  NepBUYHOM
obcnepoBaHMK M B NpoLecce AMHaMUYECKOro HabatogeHuaA ana BbiseaeHna cneunduyeckmx IKM-mameHenui [17,
43, 49, 50 - 53].

- EOK HeT (YO 2 YYP A)

KommeHTapun: HopmanbHbln Bug, KT He mnckatouvaeT agmarHos JII, npu sTom nsmeHeHms Ha IKI Becbma
pacnpocTpaHeHbl y nauuneHtoB ¢ JII. OHM moryT BKAtouatb 3ybew, P B Buae "P pulmonale”, oTknoHeHue
3N1EeKTPUYECKOW OCU BMPABO, NPU3HAKM rMNepTpodumM 1 neperpyskm NpaBoro Xenyaoyka, 6,10Kkagy npaBo HOXKKM
nyyka vca n yaamHeHue uHTepBana QTc. IKM-npusHaku runeptpodmm NPaBOro Kenaynoudka: yBenanyeHue
amnanTyapl 3ybua R 1 cooTHoweHuaA R/S B NpaBbIx OTBEAEHUAX, UMEIOT HEeA0CTAaTOYHYIO YyBCTBUTENbHOCTL (55%)
n cneunduyHoctb (70%), 4Tobbl GbITH MCNONB30BAHHBIMW B Ka4yeCTBe CKPUHWMHIOBbLIX, TOrA4a KaK meperpyska
NpaBoro enygoyka seasetcs 6Oonee 4yBCTBUTE/IbHbIM Npu3Hakom [49]. PacwwupeHue Komnnekca QRS u
NPosIoHrauma nHTepsana QTc cBUAETENbCTBYIOT O TAXKECTM 3a601€BaHMA U AaCCOLMMPOBAHbLI C HE6NAronPUATHbIM
NPOrHO30M nero4yHon runepteHsum [50, 51]. CynpaBeHTPUKYNAPHbIE HapyLUEHWs PUTMA Yalle BO3HMKAlOT B
AaneKko 3awepwmnx ctaanax 3abonesaHna, NPUMBOAA K AEKOMMEHCALUMW ABAEHUI CepaevyHo HeaoCTaTOYHOCTH
[52]. Y 25% naumeHToB c JIAl B TeyeHMe 5 neT HabnoAeHUA PeErucTpupytoTca TpenetaHue unan dunbpunnauma
npeacepami, 3HaYMTENbHO YXyALatowme NPorHo3 naumMeHTa NnpyM HEBO3MOXKHOCTU BOCCTaHOB/IEHWNA CUHYCOBOIO
putma [53].

2.4.2. PeHTreHorpadua opraHoB rpyaHo KNeTku

- PekomeHayeTca npoBeAeHne NpULLENbHON peHTreHorpadumn opraHoB rpyaHON KNeTKM BCeM nauMeHTam ¢
NI ana yTouHeHUs NpuymHbl 3abonesBanus [6, 21, 54].

- EOK HeT (YAL4 4 YYP C)

KommeHTapuu: Ha MOMEHT NOCTAaHOBKU auarHosa y 90% naumweHntoB ¢ WAL peHTreHorpamma rpyaHown
KNETKM HOCUT MATONOrMYECKUIA XapaKTep [21]. 3T M3MeHeHUs BKIOYAIOT AMAATALMIO CTBONA IEFTOYHON apTepum
(I ayra no neBomy KOHTYpYy cepaua) U obesHeHWe Nero4HOro CocyancToro pUCyHKa, pexe paclimpeHune npasblx
Kamep ceppua. PeHTtreHorpadma rpyaHoOM KNeTKM MOXKeT nomoub B auddepeHumanbHom pguarHose JT,
AEMOHCTPUPYSA MPU3HAKKW, XapaKTepHble AAA NATONOrMM ferkux (rpynna 2), WauM 3acToliHble ABAEHUA NpU
3aboneBaHuMAX neBbix Kamep cepgua (rpynna 3), a TakkKe cneunduyeckme NpmMsHaKkKM paaa peskux sabonesaHui
[54]. B uenom Ttaxectb JII y KaxKA0ro otaAeNbHOro NaunMeHTa He KOppPeMpyeT Co CTENEHbID PEHTFEHOI0MMYECKMX
nM3MeHeHUn. Tak ke, Kak U B caydyae ¢ K[, HOpmanbHaA pPeHTreHOrpaMma rpygHOM KNETKU He WCKAoYaeT
Hannuma y naumeHta /.

KomnnekcHoe uccneposaHue (I)YHKLI,VIVI BHelWHero AbiXaHuAa

- PekomeHpgyeTca npoBoguTh UCCe0BaHME HECNPOBOLMPOBAHHbLIX AbIXaTeNbHbIX 0b6bemoB U NOTOKOB,
nccnegoBsaHune AM¢¢V3MOHHOVI CNOCOBHOCTU NErkMx BCEM nauneHTam c JII' gna nckno4YeHna natonornm nerkmx



[6, 55 - 60].
- EOK 1C (YAZ 2 YYP A)

KommeHTapuu: BbinosHeHue uccnefoBaHma GYHKLMM BHELWHEro AblIXaHWs MOMOraeT AMarHoOCTMPOBaTb
NaTO/IONMUI0 JIEFKMX M OLEHUTL CTEMEHb €€ TAXKECTU, YTO HEOOBX0ANMMO AR NOHUMAHUA ee "NponopunoHasbHocTH"
ypoBHto JII. MaumeHtbl ¢ JIA[ mMOryT umeTb J/ierkoe WAnM YMEpPEeHHOEe YMeHbLUeHUEe JIeroYHbIX 06BbEMOB,
aCCOUMUPOBAHHOE C TSAXKECTblo 3abosieBaHnA. OBCTPYKTUBHbIE U3MEHEeHUA HeTunuyHbl ansa JIAT. MNpu aHanuse
rasoBOro COCTaBa KPOBM MapLMaibHOe AAB/IEHUE KUCI0POAa B apTepuanbHol Kposu (Pa02) B nokoe ocTaeTcs B
npeaenax HOPMbl MU HECKONIbKO CHWMKEHO, a MapuuanbHoe AasneHne amvokcuaa yrnepoaa (PaCO2) cHuskeHo
BCNeACTBME aNbBEONAPHOM runepBeHTUNAUMKN [56]. CHuKeHue aundPy3MOHHOM CNOCOOHOCTU NEerkKMx no
MOHOOKcuay yrnepoga (DLCO) pasBuBaeTca BCNeACTBME U3MEHEHUS  BEHTUIALMOHHO-NEePdY3NOHHbIX
COOTHOLUEHMWI B YC/IOBUW JIEFOYHOM TMNEPTEH3MU U BeCbMa MaTOFHOMOHWYHO Ana naumeHTtos ¢ JIAM [55, 57].
Husknin yposeHb DLCO, ocobeHHO B cOYeTaHUM CO CHUMKEHMEM AbIXaTe/lbHbiX 06bEMOB, MOXeT
cBupetenncTtBoBaTb 06 accoumaumm JIAI ¢ CCL, a Takke TpebyeTr anddepeHumanbHOro AmarHosa ¢
MHTEPCTMLMANbHBIMK 3aboneBaHuaMKM nerkux (rpynna 3) u BOBJ/ [58, 59]. KpaliHe Hu3KuiA ypoBeHb DLCO vy
nauneHToB c JIAl, onpegeneHHbIn Kak 45% OT [0NXKHOro, acCoLMMPOBAH C NJIOXMM nporHo3om [55]. XOBJT Kak
npuyYMHa runokcmnyeckon JII amarHocTUpyeTca Npu HannuymMm HeobpaTUMbIX BPOHXOOOCTPYKTUBHbBIX U3MEHEHMUIA
npu cnuporpadmm, 4acTo COHYETAOLLMNXCA C YBEMYEHNEM OCTAaTOYHOro obbema nerkmx npu boamnnetTusmorpadumm
N BO3MOXHbIM cHUKeHnem DLCO. [1na ra3oBoro cocraBa apTepuasibHON KpoBu naumeHToB ¢ XOBJT xapaKkTtepHo
CHWKeHne Pa02 npu  HOpmanbHOM wAM  nosbllueHHoM PaCO2 [58]. Taxectb smdusembl  un/umau
WMHTEPCTMLMANbHOrO 3a60/N1eBaHUA NIETKMX MOXKET ObiTb OLleHEeHa C MOMOLLbD KOMMbIOTEPHON Tomorpadum
BbICOKOro paspelueHunsa. CoyetaHne smdusembl U ¢GMbpPo3a NErkMX MOXKeT NPUBOAWUTL K NCEBAOHOPMAbHOM
KapTUHE MpU BbINOJHEHUM cnvpomeTpumn, npu 3tom DLCO ocTaetcs CHUMXKEHHOW. ITOT ¢GaKT noayvepkumsaeT
HEOOXOAMMOCTb TPAKTOBATb pPEe3Yy/bTaTbl KOMMAEKCHON OLEHKM OYHKUMKM NErkux, OMMpasacb Ha AaHHble
BM3YaIM3UPYIOLLMX METOA0B UCCEA0BaHMA BO U3DEKAHUE AMArHOCTUYECKMX ownbok [60].

MNonancomHorpadus n HoUHaA OKCUMeTpUa

- PekomeHayeTcs NpoBoAUTb MOJAMCOMHOIPadUI0 UAU HOYHYIO OKCUMETPpUIO nauueHTam c JIT npwm
NnoAo03peHMM Ha Hanuyme HapylweHUn AbIXaHUA BO CHE UM aNbBeoNAPHOMN rMnoseHTUAALMK [60 - 64].

- EOK Het (YA, 2 YYP B)

KommeHTapuu: PacnpocTpaHeHHOCTb HOYHOM TMMOKCEMMU U HAPYLLEHUS AbIXaHWA BO CHE cpean NauMeHToB
¢ NAT pocturaet 89%, 4TO NOAYEPKMBAET BAXKHOCTb AMArHOCTMKU M KOPPEKUMU 3TUX cocTosiHui [61, 62]. Y
NauneHToB C CUHAPOMOM FMNOBEHTUAAUMKN HA PoHEe oXupeHusa (cuHapom MuKeuKa) n npm coyetaHnmn XOBN c
CUHAPOMOM OBCTPYKTUBHOrO anHoe Bo cHe JII BCcTpeyaeTca YyacTo (rpynna 2) u, Kak npaBuao, accounmmpoBaHa ¢
OUCOYHKUMEN NpPaBoOro »Keayaodka M NAOXMM MPOrHO30oM. B 3Tol noarpynne nauyueHToB 3¢deKTMBHA
HEMHBA3WBHAA BEHTUNAUMA NIErKUX, NO3BONAIOWAA B pPALE Cy4aeB MPaAKTMYECKM HOPMANN30BaTb MOKasaTenu
remoanHamnkn MKK [63, 64].

dxoKapguorpadusa

- PekomeHayeTca npoBegeHue sxoKapauorpapum sBcem nauueHTam C nogo3peHuem Ha Hanauume JIT B
KayecTBe CKPUHUHTOBOro HEMHBAa3MBHOIO ANArHOCTUYECKOro nccneaosaHua [6, 43, 65 - 67].

- EOK IC (Y44, 2 YYP A)

KommeHTapumu: Ixokapguorpadpua (IxoKl) ocTaeTcd eaMHCTBEHHbIM HEWUHBA3MBHbIM CKPUHWHIOBbIM
MEeTO40M, NO3BONAIOWMM OLEHUTb AaBJAEHNE B JIETOYHOM apTepun y NaumMeHToB ¢ nogo3peHuem Ha JIT. Mpu atom
IxoKI He MOXKeT MCNONb30BaTbCA Kak meTog, BepuduKaummn anarHosa JIr. O4HOMOMEHTHO C pacieTom AaB/ieHun
B NIero4yHoi aptepum IXOKI No3BONAET BbIABUTb CTPYKTYPHO-PYHKLUMOHANbHbIE U3MEHEHUA KaMep cepaua, YTo
Ba*KHO aNa anddepeHLManbHOro AMarHo3a u cTpatTuduKaumm pucka y naumeHta ¢ JIr. MpuHUMNbI OLEHKN Kamep
cepaua noapobHO M3NOXKeHbl B COOTBETCTBYIOWMX peKomeHAauusax Esponeiickoit accoumaumm cepaedHo-



cocyaucToit Bmusyanmsaumm (EACVI) n AmepukaHCKoro axokapauorpadpuyeckoro obuiectsa (ASE) ot 2015 ropaa.
[65]. PacueT cucTtonnyeckoro aasneHua B nerouHoi aptepum (CAJIA) ¢ nomoLLbio ABYXMEPHOW 3XoKapanorpadum
OCHOBbIBAETCA Ha onpeaeseHUU MUKOBOW CKOPOCTU TpUKycnuMAanbHoh peryprutaunmn (TP) M Mcnonb3oBaHUM
YNPOLLEHHOro ypaBHeHUA BepHyNan B cOueTaHUK C OLEHKOM AaBneHuma B npasom npeacepamm (MNN). JasneHue B
MM MoKeT 6biTb PaccyMTaHO MyTEM M3MEpPEeHUa AMameTpa HUKHeW nonoi BeHbl (HMB) u ero nameHeHusa B
3aBMcMMoCcTM oT a3 AabixaHuaA: gvameTp HIMB < 2,1 cm 1 cnageHue Ha Baoxe > 50% cBMAETENbCTBYIOT O
HopMa/sibHOM AaBneHuun B MM, paBHoM 3 mm pT. cT. (B npegenax 0 - 5 mm pT. cT.), TOoraa Kak anameTp HMB > 2,1 cm
M cnageHue Ha Baoxe < 50% mnam < 20% npu CNOKOMHOM AbiIXaHUW FTOBOPAT O BbICOKOM AaBneHun B [I1, paBHOM
15 mm pT. cT. (B npegenax 10 - 20 mm pT. cT.). B cnyyae, Korga guametp HMB u cnageHue npu gbiXxaHUU He
COOTBETCTBYIOT 0603HAYEHHbIM MHTEPBAAM, MOXET BblTb MCNOb30BAHO NMPOMENKYTOYHOE 3HAYeHMe, paBHoe 8
MM pT. cT. (B npegenax 5 - 10 mm pT. cT.). OAHaKO, y4MTbIBass HETOYHOCTU OLEHKM AaBneHus B MM 1 yBennyeHue
NnorpeLHocTer N3MEPEHMA C NOMOLLBIO MPOU3BOAHbIX MEPEeMEHHbIX, PEKOMEHAYETCA MPUMEHATb MNOCTOSHHO-
BOJIHOBOE ZOMNM/IEPOBCKOE KapTUPOBaHME AN1F U3MEPEHUA NMUKOBOM CKOPOCTU TPUKYCNMAAAbHOW peryprutauum (a
He pacyeTHoe CAJ1A) B KauecTBe OCHOBHOrO MoKasaTtena aaa onpegeneHusa sepoaTHocTu JII no gaHHbIM IxoKl
(MpunoxkeHue b, Tabn. 5) [66]. Mpyu 3TOM y NALMEHTOB C TAXKENON TPUKYCNUAANbHOW peryprutaLmen ee CKopocTb
MOXKeT OblTb HE00LLEHEHA M HE A0/IKHA U30/IMPOBAHHO NPUMEHSATLCS ANA UCKAoYeHUsa Hannuuma JII. CornacHo
pekomeHgaumam EBponeickoro obuwectsa KapgMonoros no AevyeHuo n guardoctmke JIr (2015), sepoAaTHocTb /T
MOKeT ObITb OLEHEHA KaK BbICOKasA, MPOMENKYTOYHAA U HU3KaA. [na obneryeHua u ctaHpapTusauum sbibopa
YPOBHA BepoATHOCTM JII npepnoXKeHbl AOMONAHUTENbHbIE 3XOKapauorpaduyeckme MPU3HAKM MNOMMMO Tex
KpUTepMeB, KOTOpPble OCHOBaHbl Ha CKOPOCTU TPUKyCNMAanbHOW peryprutaumu (Tabn. 6) (Mpunoxkernue B). ITn
NPU3HAKM XapaKTepu3yoT pasmep NpaBoro keayaodka (M) u ero neperpysky fasieHWeM, XapaKTep CKOPOCTU
KpoBoToKa u3 MK, guameTp neroyHoin aptepumn n HMB, a Takke naowagb MMN. x nsmepeHune pernameHTMPOBaHO
pekomeHgauusamm EACVI [65, 67]. UHTepnpetauma IxoKlM-gaHHbIX B KAMHUYECKOM KOHTEKCTE BaXKHa Ans
onpeaeneHus nokasaHun Kk YBKC (Tabn. 7) (MpunoxkeHune B). B cnyyae BbICOKOM BepoAaTHOCTM Haauuuma NI y
CUMMTOMHbIX NAUMEHTOB WX PEKOMEHAYETCA HaNpaBAATb B 3SKCNEpPTHble LEHTPbl ANA  [afibHeiwero
ob6cnenoBaHMA, BKAOYAA Upe3BEHO3HYH KaTeTepusaumio cepaua (YBKC). Y naumeHTOB C NpOMENKYTOYHbIM
pUCKOoM fanbHenwee obcneposaHue LenecoobpasHo obcyKaaTb TONBKO NPU HAAMYUMK GAKTOPOB PUCKA MM
COCTOSIHUI, accoummnpoBaHHbIx ¢ JIAT nan XTI/IT. HanpoTuB, naumeHTbl 6e3 ¢paKTopOoB PUCKA M aCCOLUMPOBAHHbIX
¢ JIAT n XTI/ cOCTOAHUI HYKAAKOTCA TONbKO B AMHAaMMYECKOM 3XOKapanorpadpuyeckom HabaogeHun wuam
06CyKAEHUN aNbTEPHATMBHOIO AMArHo3a.

Bonblwoe 3HayeHue npu nposedeHuM IXoKl mmeeT oueHKa cucTonmndeckor ¢yHKumMm MK, KoTtopas
onpeaenseT NporHos nauueHToB c JIAl. B oTanMune OT NEBOrO Kenypouka, cuctonnyeckas QyHKUMA NpPaBoro
obecneymBaeTca B OCHOBHOM MPOAO/IbHbIM COKpPALLEHMEM MMOKApAa, YTO NO3BOASAET OLEHUTb €e C MOMOLbIO
NPOCTbIX 3XOKapamorpaduyeckux napameTpoB, TaKMX KaK (PaKUMOHHOE M3MeHeHMue ero naowaaun (PUN),
CUCTO/NINYECKAN 3KCKYpCUMA NJOCKOCTU TpUKycnuAanbHoro Konbua (TAPSE), cucTonmueckasa CKOpoOCTb KosbLa
TPUKYCNUAANBHOTO KaanaHa B TKaHeBOM gonnseporpaduyeckom pexume (TASV), npogonbHaa pedbopmaums
(Strain), ckopoctb gedopmaumm (Strain rate) U MHAEKC NPON3BOANTENBLHOCTU NPABOro Xenyaodka (Tei index) [69,
347).

- PekomeHayeTcs npoBefeHWe axoKapguorpadpum ypecnuileBogHon naumeHTam ¢ JIT ANA UCKAKOYEHMS
BHYTpPUCEpPAEYHbIX WYHTOB [6, 70, 71].

- EOK et (YA4,5 YYP C)

KommeHTapun: BbiasneHne BIMC - ogHa w3 BaxHbIX 3334 B aAunddepeHuManbHO-AMArHOCTUYECKOM
anroputme 6onbHoro ¢ JII. Hambonee wyactol npuunHOI npekanuanapHoh JII no-npexHemy ocTatoTcA
cenTanbHble AedeKTbl, OTKPLITbIN apTepuanbHbiA NPOTOK, aHOMAbHbIA APeHaX NIerovHbIX BEH U Apyrve, B TOM
yncne cnoxHole BMC. MaymeHTam c nogo3peHnem Ha cenTasbHble AedeKTbl MAM YaCTUYHbIA AaHOMabHbIN
APEHaX NeroYyHbIX BeH L,enecoobpasHo BbINOAHATL YpeCcnunWeBoaHoe U/Man KoHTpacTHoe (co BcneHeHHbIM 0,9%
pPacTBOPOM HATPUA XNopuaa) sXoKapauorpaduyeckoe MUCCAefoBaHWE B COYETAHUU C APYIMMU MeToZaMu
Busyanusaunu (MPT, MCKT c KoHTpacTMpoBaHUem).

BeHTMNAUMOHHO-Nepdy3UOHHAA CUMHTUrPadUA NerKnx



- PekomeHayeTca nposefeHMe CUMHTUTPAadUKM Nerkux nepdysmMoHHOW B COYETAHUM CO CLUHTUrpadueit
JIETKNX BEHTUIALMOHHOM NaumeHTam c JII ana uckntodenus XTI [6, 72 - 77].

- EOK IC (YAZ, 2 YYP A)

KommeHTapuu: [naHapHaa BeHTUAAUMOHHO-nepdysmMoHHaa (B/M) cuumHtTurpadma nerkux ssnserca
CKPUHMHTOBbIM METOA0M, MO3BOJIAKLWMM UCKIUYUTL Tpomboambonuyeckuin reHes JII. OtcytcTBrne aedeKTos
nepdysnm Npy HOPManbHON BEHTUAALMM MNO3BOAAET C YyBCTBMTENbHOCTbIO 90 - 100% npoTtus 51% B cny4yae
npoBeAeHns MHOroCpe3oBol KoMMbloTepHoi Tomorpadum nerkmx (MCKT) B aHrvorpaduyeckom pexkume u
cneundumyHocTblo 94 - 100% mckntountb XTINII [73]. OcHOBHOE OrpaHUYeHne AaHHOro METO/a - BbICOKaA A0/
HEeMHPOPMATMBHDLIX Pe3ynbTaToB, OCOOEHHO Yy MaUMeHTOB cTaple 75 AeT npuM HanMynuu 3HAYMMOM NATONOTUK
nerkmx. OgHako goctynHoctb B/M cumHTUrpadum nerkmx B Poccuiickoint desepaumm orpaHuMyeHa KpynHbIMM
LeHTpamu denepasibHOro 3Ha4YeHMA, NO3TOMY B BO/bLUMHCTBE Cy4aeB BbINOJHAETCA UCKAIOYMUTEIbHO N1aHapHanN
nepdy3noHHas CUMHTUIpadua nerkmx. B aTon cutyaumm ana UCKNOYEHUA Nero4HOM NaToI0rMMN BEHTUAALMOHHYIO
CUMHTUIPadUIO NETKMX MOXKHO 3aMEHUTb Ha peHTreHorpaduio rpyaHomn Knetkn nnm MCKT nerkux, BbiNnoJHEHHble
HefaBHO MO OTHOLWEHUIO K cunmHTUrpadmmn. CnegyeT oTMETUTb, YTO TaKas MPaKTUKa Ha CerogHAWHUA LEeHb He
MMeeT [oKasaTenbHon 6asbl. B psge uccnefoBaHU Obl10 NOKas3aHo, YTO OAHOPOTOHHAA 3MUCCUMOHHAs
KomnbloTepHasa Tomorpadpua (ODIKT) npeBocxoamuT MO UYBCTBMTENbHOCTM maaHapHyto B/M cumHTUrpaduio B
niaaHe UCKAoYEeHMA TPOMB03IMB0IMYECKOTO NOParKEHMA pycna fieroyHon aptepuun [74, 75, 76]. Npu coBmecTHOM
ncnonbzoBaHun OPIKT M HM3KOLO30BOM KOMMbIOTEPHOM ToMorpadumm ana ckpuHuHra XT3/IT MOXKHO MOBbLICUTb
cneunodmyHoctb OPIKT ¢ 88% no 100% 3a cyeT BO3MOXKHOCTU O4HOMOMEHTHOM ANArHOCTUKN NaTONOMUN NIETKUX Y
nauMeHToB c aedektamm nepdysmu. Tako HOBBbIM MOKasaTenb, Kak MHAEKC nepepacnpeneneHua nepdysmm
NNerkux, nsmepeHHbii ¢ nomoubto OPIKT, okasanca 3aMETHO CHUMKEHHbIM Yy NaumeHToB ¢ JIAT npu cpaBHEHUM ¢
HOPMa/JIbHOM Monyasaumnen, M MoXeT B bauKanwem Gyaywem cTtaTb NOTEHLUMasbHbIM MapKepom COCyAUCTOM
natonormn MKK [77]. Hapagy c 3TMMm, HegaBHO MOKa3aHO, YTO TaKas HOBAa TEXHOJIOTMA, Kak TpexmepHoe
MarHMTHO-pe3oHaHcHoe nepdy3nMoHHOe KapTupoBaHMe, 06/1aaeT CONOCTaBUMOM YYyBCTBUTENIBHOCTBIO MNpW
CKpuHUHTe XTI ¢ TpagnumoHHom nepdy3noHHOM cumHTUrpaduelt [78, 79].

KomnbloTepHas Tomorpadus opraHoB rpyAHON KNEeTKU U aHrMorpadus neroyHoii aptepum u ee BeTseil

- PekomeHayeTcs npoBegeHMe KOMNbIOTEPHOW ToMorpadumnm opraHoB rpyaHOM MONOCTU C BHYTPUBEHHbIM
60NHOCHbIM KOHTpPACcTUpPOBaHMEM BCceM NaumeHTam c JII ans BbisBAeHUs NpuinH 3abonesaHun [6, 43, 72, 80 - 89].

- EOK llaC (Y44 2 YYP B)

KommeHTapun: KomnbtoTepHas Tomorpadua (KT) opraHoB rpyaHOM NONOCTU C BHYTPUBEHHbIM BONOCHBIM
KOHTPACTUPOBAHMEM - LUMPOKOAOCTYMHbIM METO4 MCCAeAoBaHMA, C MOMOLLbIO KOTOPOro MOMKHO MNOAYYUTb
BaXKHYl0O WMHPOpPMAUMIO O MNaTONOrMM COCYAOB, cepala, MapeHXMMbl NEerknx M opraHoB cpepocTteHua. Mo
pe3synbtatam KT MOXHO 3anogo3puTb Hanuudme JII, naeHtuduumposatb npuunHy I, Takyto Kak XTI uam
3aboneBaHME NErkux, BbiBUTb NpuM3HaKkuM JIAM-accouMMpPOBaHHbIX COCTOAHUI (Hanpumep, AMnaTaumnsa nuuiesoda
npu CCA nnm Hannume BPOXKAEHHOIO NOPOKA CEPALA), @ TaKKe NoNy4nTb MHGOPMaLMIO O NPorHose 3aboseBaHms
[80]. NoKasaHo, YTO TakMe NPU3HaKK, KaK YBENUYEHUNE AMAMETPA NEroYHOM apTepumn (>= 29 Mm), COOTHOLLEHUE
OMaMeTpPOB JIEFOYHOM apTePUM K BocxoaAllein aopte >= 1,0 M COOTHOLEHNE ANAMETPA CETMEHTAPHOM apTepum K
AnameTpy 6bpoHxa 6onee yem 1:1 B Tpex WUAM YeTblpex AONAX NETKUX, UMEIOT BbICOKYH CneunduyHoCcTb Ans
avarHoctmkm  JIF [81, 82]. MCKT no3Bonser AeTaNbHO BW3ya/sM3MPOBATb MNAPEHXMMY M OLUEHMUTb
MHTEpPCTULMANbHbIE U3MEHEHMA NErKUX Y NYJbMOHONOMMYECKMX MALMEHTOB, MOMOraa Tem CamMbiM MPaBUAbHO
MHTEPNPETUPOBATb pPe3ynbTaTbl KOMMAEKCHOM OUEHKU (YHKUMM BHeEWHero AbixaHuAa. [lomumo 3Toro,
MY/IbTUCPE30BaA KOMMbIOTEPHAA Tomorpaduma - 3TO OCHOBHOM MeTog AuarHocTukm BOBJI. XapakTepHble
U3MEHEHUA B BUAE WHTEPCTULMANBHOIO OTEKA /IETKMX C LLEHTPasibHbIMM 3aTeMHEHUsIMU B BuAE "MaToBOro
cTekna" un yToseHMem MHTPanobynapHbIX NeperopofoK yKasbiBaloT Ha AuarHo3s BOB/I; K AONOAHUTENbHbIM
HaxoAKam cneayeT oTHecCTM AMmbageHonaTUIo 1 BbIMOT B NieBpasbHOM nonoctu [83, 84]. CneayeT oTMETUTb, UTO
M3MEHEHUA B BUAE "MaTOBOro CTekna" TMNuYHbl Ans naumeHToB ¢ XTI/, ABnsAck cneacTBUEM BEHTUNALMOHHO-
nepdy3noHHbIX HECOOTBETCTBMIA. Perke M3MeHeHMs no TMny "MaToBOro CTekia" BCTpeyaloTcs y NaumeHToB C
Aaneko 3aweawmnmmu ctaguamu JIAT [80]. B KauecTBe A0MNOAHUTENbHbIX HAXOA0K, XapakTepHblx ana /I, Hepeako
BbIABAAIOTCA KanbUMpUKaLMA U U3BUTOCTb JIEFOYHOM apTepum, BbICTpoe ee cyKeHue K nepudepum, runeptpodus



n aunatauma MK, yBennyeHne COOTHOLWIEHMA [AMAMETPOB MPABOr0 W JIEBOTO KejyAouKa, paclunpeHue
OpOHXMaNbHbIX apTepuii, a Takke 3abpoc KoHTpacTa B nevyeHouyHble BeHbl. MCKT opraHoB rpygHoOM KAeTku c
KOHTPACTHbIM YCU/AEHMEM M BbINOJIHEHMEM BEHO3HOW M apTepuasnbHoOi ¢a3 ABAAETCA OCHOBHbIM METOA0M
anardoctukn BMNC, XT3/IT m cocyguctbix manbpopmaunii. Mpu stom B caydae XTIIT gaHHbIA meToq,
BM3yanmM3auum pycna NerovyHon apTepum nomoraeT B onpegeneHum onepabesbHOCTM NALMEHTOB, OLEHMBAnA
MopdonornMto TPOMBOTUYECKOrO MOPAXKEHMA PYyC/la NEFOYHOW apTEPUM: Ha/MUYME OKK/AIO3UIN OCHOBHbIX WU
nonesblx BeTBel JIA nam npeBanmMpoBaHMe CErMEHTAPHOIO N cybcermeHTapHOro YPOBHS MOPaXKeHMA € HaMYnMem
BHYTPUCOCYAMCTbIX TAXKEN, ceTelt nunun nepetsaxek [85, 86, 87]. MCKT opraHoB rpyaHOM KNAETKU SABASIETCS BaXKHbIM
WHCTPYMEHTOM  CBOEBpPeMeHHoro  auéddepeHLManbHOro  guarHosa  TAKOro  FPO3HOFO  OC/IOXKHEHWUS
TpaHCKaTeTepHoON 6Ga/JIOHHON aHTMOMAACTUKM JIETOYHON apTeEPUM, KaK penepdysmOoHHbIM OTek nerkoro [88].
TaKoM OTHOCWUTE/IbHO HOBbIA METOA, KaK [AByX3dHepreTMyeckass KOMMbloTepHas Tomorpadua C MOMOLLbIO
NOCTPOEHMA MOAHbIX KapT NO3BOSET OLLEHUTb COCTOAHUE nepdy3nm nerknx 6e3 NpUMeHeHUa PagUoHYKANAHbIX
MEeTOL0B mccnenoBaHma. OQHaAKO AaHHbIX O YyBCTBUTENbHOCTU U CNeunPUYHOCTUM AAaHHOFO MeToga C Lesbto
anddepeHumanbHoro anardosa JIAM n XT3/II B HacTosLwee BpeMa HeAOCTaTOYHO A/ PYTUHHOFO NPUMEHEHMUA
[89].

- PeKkomeHayeTcs npoBedeHWe aHrnorpaduun nerodyHolr aptepunm M ee BeTBel npu obcneposaHum
nauneHTos ¢ XTI/ 1 BPOXKAEHHBIMW aHOMANIUAMM ANA OLEHKM UX onepabenbHocTu [6, 72].

- EOK llaC (Y44 5 YYP C)

KommeHTapumu: MHBasMBHas aHruorpadus NerovyHow aptepum M ee BeTBei (aHrvonysnbmoHorpadpus)
[O/IKHA BKAOYaTb B cebA NpAmyto 1 60KOBYIO NPOEKLMIO KaXKA0ro IETKOro B pexXunme cybTpakL MM U OLLeHMBATbCA
B coyeTaHMm ¢  MCKT-aHrvorpadumeir  neroyHon aptepun. PelweHne B  NOAb3Y  BbIMNOJHEHUA
TPOMO3IHAAPTEPIKTOMUN U3 JIEFrOYHOM apTepun uau 6annNoHHOM aHTMOMNAACTUKM BETBEW JIEFTOYHON apTepum
NPUHUMAETCA KONJIErManbHO B 3KcnepTHom ueHTpe JII [90]. AHrnonynbmoHorpadua Heobxoauma Ans
BM3YaM3aLMM apTEPUOBEHO3HbIX MasbdopmaLmin Nerkux U HekoTopblx BIMC (OTKPbITbIA apTepuanbHblii NPOTOK,
QHOMA/IbHbIN APEHAXK NIErOYHbIX BEH) oA AanbHenwero obcyKaeHNA BO3MOXKHOCTU XMPYPrMYeCKon KoppeKLmm
[91].

- PekomeHayeTca npoBeAeHMe MarHUTHO-Pe30HaHCHOM Tomorpaduu cepaua M marmcTpasbHbIX COCYA0B
naupyeHTam ¢ J/IF 419 OLEHKM CTPYKTYPHO-PYHKLMOHANbHbIX U3MEHEHWIA NPABOTO KeyAouKa U Iero4YHOM apTepum
[92-99].

- EOK Het (YA, 2 YYP B)

KommeHTapum: MarHUTHO-pe3oHaHCHaA ToMmorpadus cepala U marMcTpanbHbix cocygos (MPT cepgua m
MarmcTpasbHbIX COCYA,0B) - 3TO TOUHbIW M BOCNPOU3BOAMMbBIN METOZ, B OLEHKE pasmepa, Mopdoorum n GyHKLmMm
NpPaBoOro enyAo4Ka, OH NO3BOJIAET U3MEPUTb KPOBOTOK HEMHBA3MBHbBIM CMOCOOOM, BKAOYAA YAAPHbLIA 06BbEM,
cepAeyHblli BbIOPOC, PACTAXMMOCTb JIEFOYHOW apTepuM M Maccy MpPaBoOro Kenyaoyka. Y nauueHToB ¢
nogo3peHmem Ha JII HanuumMe OTCPOYEHHOrO HAKOMNEHMUA TafO0NAUNHUA, CHUXKEHUEe PacTAXMMOCTU JIerO4YHOM
apTepun 1 peTporpasHbii TOK MMEIT BbICOKYHO MPOrHOCTUYECKYIO 3HaYMMOocCTb. [92, 93, 94, 95]. OaHAKO HM OAMH
13 napametpos MPT cepgua He no3sonaet uckauuntb JII. Y naumeHToB ¢ nogo3peHmem Ha BIMNC MPT cepgua
MOXKET BbITb MO/1€3HbIM METOAOM NPU HEOAHO3HAUYHbIX pe3ynbTaTax IXoKr-uccnegosanua n MCKT. laHHble MPT
cepgua MOryT WUCMO/b30BaTbCA B OLEHKE MNporHosa y nauueHtoB c JIAT [96, 97, 98]. MP-aHruorpadua c
KOHTPACTHbIM yCUeHNem U 6e3 Hero MMeeT CBOW NEePCNEKTUBbI B U3YYEHUWN COCYAMUCTOrO pycna y nauMeHToB C
npeanonaraemoit XTI/, ocobeHHO y GepemMeHHbIX NPU MNOAO3PEHUN HA XPOHUYECKME TPOMBO3bl, MOAOAbIX
NauneHToOB MM NPU HAIMYUM NPOTUBOMNOKA3AHMN K MCMOJIb30BAHUIO MOAOCOAEPHKALUMX KOHTPACTHbIX CPeacTB
[99].

- PeKomeHAayeTcA npoBefeHWe yAbTPa3sBYKOBOrO MCCNeAOBaHMA OpraHoB OPIOWHOM  MOAOCTH
(komnneKkcHoro) Bcem naumeHTam ¢ JII 4NA UCKNKOYEHMUA NATONOMMM NeYeHU U/MAN NOPTaNbHOM rMNepTeH3un [6,
100].

- EOK IC (YA, 5 YYP C)



KommeHTapmu: YnbTpassyKoBoe Uccie0BaHUe OPraHOB BptoWHOM NOAOCTU MOXKET MOMOYb B ANArHOCTUKE
Takux JIAT-accoumMmMpoBaHHbIX COCTOAHMIA, KaK NopTasbHas runepTeHsua. NMpuMeHeHMe KOHTPACTHLIX CPeACTB U
LLBETHOrO AOMNM/JIEPOBCKOTO KAapTUPOBAHMA MNOBbIWAET TOYHOCTb AMArHOCTMKW. OAHAKO HaAMune MnopTasbHOM
TMNEePTEH3UM MOXKET OblTb LOCTOBEPHO NOATBEPXKAEHO WMAM UCKAHOYEHO TOIbKO BO BpemsA BbiNoaHeHua YBKC
nyTem M3MepeHWsa rpagveHTa AaBAeHUA MeXay CBOOOAHbIM AaBAeHWEM B NEYEHOYHOM BeEHE W AaBNEHMEM
3aKAMHUBAHUA B NeyeHo4YHol BeHe [100].

- He pekomeHayeTcsa nposeaeHne buoncum nerkoro naunenTam c JIAF ana sepuduKkaumm guarHosa [6].

- EOK IIC (YOA4 5 YYP C)

Upe3BeHO3HaA KaTeTepusauma cepaua

- PekomeHayeTcs npoBegeHWE 4Ype3BEHO3HOM KaTeTepu3auuu cepgua naumeHtTam ¢ Nogo3peHMem Ha
Hannuume JIAT gns nogTBEPXKAEHMA ANArHO3a U onpeneneHns TakTUKKU evenuna [6, 12, 43, 101 - 114].

- EOKIC (YAA4 3 YYP B)

- PekomeHpgyeTca npoBeAeHWE YPE3BEHO3HOW KaTeTepus3auuu cepaua naumeHtam ¢ XTI gns
noATBEPKAEHMA AMArHO3a U onpeaeneHns TakTUKK nedenus [6, 12, 43, 101 - 114].

- EOKIC (YAA4 3 YYP B)

- PekomeHayeTcA NPoOBOAUTL YPE3BEHO3HYIO KaTeTepusaumio cepaua naumeHTam c JIF ToNbKO B yCAOBUAX
SKCMEPTHOro LEHTPa BBUAY CAOMKHOCTU BbINOJSIHEHUA M MOTEHUMAbHbIX PUCKOB A/A NaLMeHTa, CBA3aHHbIX C
npoueaypon [6, 12, 43,101 - 114].

-EOK IC (YAA 3 YYP B)

- PekomeHayeTcA BbINOSIHEHNE ANArHOCTMYECKON Ype3BeHO3HOM KaTeTepmsaumnmn cepaua nauymentam c BMC
ONA OUEeHKM onepabenbHocTu [6, 70, 71].

-EOKIC (YA 5 YYP C)

- PekomeHayeTca nposeAeHMe Ype3BEHO3HOM KaTeTepusauuu cepAua naumMeHTam C natosnorveit nesbix
Kamep cepgua (rpynna 2) wau natonoruen nerkmx (rpynna 3) nepen TpaHchnnaHTauuen cepaua, NErknx Uaum
KOMMeKca cepaue-nerkue [6, 217, 219].

-EOK IC (YA, 5 YYP C)

- PekomeHayeTcs pacCMOTPETb BO3MOXHOCTb MPOBEAEHMSA UYPE3BEHO3HOW KaTeTepus3auuu cepaua y
nauneHTOB C NOAO3PEHMEM Ha NaTO/IOMMIO NIEBbIX Kamep cepgua (rpynna 2) uau natonoruio nerkux (rpynna 3)
npu HeapPEeKTUBHOCTU CTaHAAPTHOM Tepanuu Ans auddepeHumnanbHOro AMarHo3a v Bbibopa cTpaterMm aedeHms
(6,12, 43, 101 - 114].

- EOK IIbC (YA, 5 YYP C)

- PekomeHayeTca npoBegeHMe 4Ype3BEHO3HOM KaTeTepusauuum cepaua y naumenTtos ¢ JIAT u XTI gna
oueHKn apPeKTUBHOCTU neveHus [6, 12, 43, 101 - 114].

- ESC I1aC (YA, 5 YYP C)

- PeKOMeHA0BaHO M3MepeHWe KOHEeYHO-AMACTOIMYECKOro AaBNeHUs B NeBOM Kenyaodke (KO J1XK)
naumeHtam c JII B pamkax 30HAMPOBAHMA Kamep cepaua npu HEeBO3MOXKHOCTM onpeaeneHus AasieHus
3aKNMHUBaHMA neroyHon aptepuun (O3/1A) [6, 101 - 110].

- EOK I1aC (YAA,5 YYP C)



KommeHTapuu: Ons sepudukauymm /I, onpeaeneHna reMoanMHaMMYECKOro BapuaHTa, OLEHKU CTeneHu
reMoAMHaMUYECKUX HapYLIEHUIN, a TaKXKe A8 NpoBeAeHUs Ba3opeakTMBHOro Tecta y nauueHtoB ¢ WJIAT,
HacneactBeHHoM/nekapcteeHHon JIAT 1l - Il ®K nokasaHa ype3BeHO3Has KaTeTepusauma cepaua (YBKC). YBKC
OO/KHA NPOBOAUTLCA MOC/AE BbIMNOJHEHUA BCEX OCTA/NbHbIX MeTOAOB 06CNefOBaHWUA ONA CYyXKEHWUsa Trpynnbl
naumneHToB, TpebylowWwmx KaTeTepmsaumu. PesynbTaTbl MHBA3MBHLIX W3MEPEHWI TeMOAMHAMMUKKM cnepyeT
MHTEPNPETUPOBATb B KOHTEKCTE KAMHUYECKON KapTUHbI U AaHHbIX BU3YaM3UPYIOLWNX METOA0B UCCIeA0BaHUSA, B
ocobeHHocTn IxoKI. Mpoueaypa YBKC MHBa3MBHAsA, HO PUCK Pa3BUTUS OC/IOKHEHWN MPU €e BbINOJHEHUN B
3KcnepTHbIX ueHTpax /I, B Tom uncne n ¢patanbHbix (0,055%), KpaiHe HU30K [101]. YBKC ABnseTca TeXHUYECKM
CNOXHOW npoueaypon, Tpebylolen oT UCNONHUTENS A0/KHOIO OMNbiTa U BHUMAHUA K AeTasAM A8 NoaydYeHus
KAMHWUYECKU nonesHoi nHpopmaumn. OcobeHHoe BHUMAHUE cneayeT YAeNnATb Cheayowmm MOMEHTaM:

- WUccnepoBaHme NPOBOAMTCA B MONOXMKEHUWU fieXKa Ha CNUHE, C NOCTOAHHbIM MOHWTOPUHIOM OCHOBHbIX
¢dusmonornyecknx napameTpoB. CocyamcTblit AOCTYN Yepe3 BHYTPEHHIO APEMHYIO BEHY MMeeT NPenmyLLecTBo
nepea, Ucnoab3oBaHWMEM APYIMX BEH, MOCKOJ/bKY ABAAETCA KpaT4alwmMm K NpaBbiM Kamepam cepaua.

- BHewHwuit npeobpasoBaTens AaBneHUa (TpaHcablocep) AomKeH 6biTb 06HYNEH B NOMOXEHUN NauMeHTa
Jle’ka Ha CMMHEe Ha ypoBHe cpeaHerpyaHon MHUMK, KOTOPasa PacCyMTbIBAETCS KaK MOJIOBUHA PACCTOAHUA MeXay
nepeaHen rpyANHHOM IMHUEN M NOBEPXHOCTbIO KPOBaTM U COOTBETCTBYET YPOBHIO ieBoro npeacepans [102].

- faBneHune fo0MKHO BbITb M3MEPEHO B SIEFOYHOMN apTepum, B nonoxeHun A3J1A, B NpaBoM Kenymouke u
npasom npeacepaun. Bce wm3mepeHUA LOMKHbI BbINOAHATLCA B KOHUE HOpPMaabHOro Bblaoxa. [lpu
MCNO/Ib30BaHMM KaTeTepa C DaNNIOHYMKOM Ha KOHUe, BannoHYUK cnegyeT pasayBaTb B NpaBomM npepcepaun u
nocnefoBaTesIbHO NPOABUIaTb 40 AOCTUMXKEHUA NO3ULMU 3aKANHMBaAHMA. Henb3s cayBaTb U pa3gyBaTb 6aNNOHUYMK
B AMCTa/bHOM OTZE/1e IEFOYHOM apTepun, TaK Kak TaKOM MaHEBP CBA3aH C PUCKOM Pas3pbiBa SIEFOYHOMN apTepuu.
[3J1A AasnaeTca cypporaTHbIM MNOKasaTenem fgasneHua B nesom npeacepaumn n KAL /1K, nostomy B pacuer
cnepyet 6paTb cpegHee M3 Tpex UsmepeHuit. B cnyyae comHeHua ana noaTBepKAaeHUs OOCTUKEHUA NONOKEHUSA
3aK/IMHMBAHMA BO3MOXEH OAHOMOMEHTHbIVM 3ab0p KPOBM Ha aHanu3: catypauusa B 3abpaHHOM obpasLe KpoBu
[OOJ/I}KHA COOTBETCTBOBATb YPOBHIO B CMCTEMHOM KpoBoToKe [102]. UHTepnpeTtauuto A3/1A cnegyeT npoBoguTb C
YYETOM KAMHUYECKUX AaHHbIX, TaK KaK Yy OOHOro W TOro e MaumeHTa 3TOT NOKasaTesib MOXeT MeHATbCA C
TeyeHMem BpemeHu [103]. KOL /XK Tak ke, Kak u O3J/1A, oTparkaeT gasBneHue B /fieBOM npeacepamn. 3To
0BCTOATENLCTBO  CAYKUT  GU3MOOTMYECKMM OBOCHOBAHMEM BO3MOXKHOCTM WCMNO/Ib30BaHMA B pacyeTax
nokasarteneu remoanHammkn MKK (TpaHcnynbMOHanbHOIo rpaAneHTa 1 1ero4Horo CoCyamncToro ConpoTUBIEeHMUs)
KOO K Bmecto [3/1A B ciyyanx TEXHUYECKUX 3aTPYAHEHUN C AOCTUMKEHUEM 3aKAMHMUBAHWUS BETBU SIEFOYHOM
aptepumn. OgHaKko HeoBXo0ANMMO NMOMHWUTb O TOM, YTO MPU TAXKENbIX MOPOKAX MUTPASbHOrO KnanaHa (MMTpasibHOM
CTeHO3e UAN MUTpanbHOM HegocTaTouHocTu Il - IV cT.) KOA /K HepgooueHMBaeT gaB/ieHMe B 1IeBOM Npeacepaum
M, TakKum o6pa3om, HEe MOXKET WCMO/Ib30BaTbCA AO/s PACYEeTOB MOKasaTenelk remoauvHammkm MKK. Cnepgyet
NOMHUTb, YTO Y NaLMEHTOB c 3aboneBaHNAMM NeBbix Kamep cepaua A3/1A MOXKeT CHUXKATbCA meHee 15 mm pT. CT.
Ha ¢oHe Tepanum auypetukamm [104, 105, 106]. B nogobHbIX cAydasx, a TaKke AN NpoBeAeHUs
andodepeHumanbHoro anarHosa mexay JIAI n Il BcheacrTene gmMacToNnMYeckon gUcPyHKLUM IEBOTO KenyaouKa
obcyKaaeTcs BO3MOMKHOCTb MpOBeAEeHMA OCTPOM BOAHOW Harpysku B Buae 6ostocHoro BBeaeHus 500 ma 0,9%
pacTBOopa HaTpua xJopuaa C NoBTOPHbIM M3mepeHnem O3/1A [107]. OaHako B HacToslee BPEMS OTCYTCTBYIOT
ybeauTenbHble A0Ka3aTeNbCTBa, NoATBeprKAatolwmMe 6e30MacHOCTb M AMArHOCTUYECKYID LEHHOCTb TaKoro
noaxoAa, YTo OrpaHUYMBAET ero pyTMHHoe npumeHeHue [108, 109, 110]. AnAa naeHTMOUKAUMM NALNEHTOB C
AMacToNnYeckon auchyHKUMEN NeBOro KenyaodKka, a TakKe ANA AMHAaMUYEeCKoro HabnwgeHua NaupeHToB C
YPOBHEM CpefHero AaBfieHuWAa B nerodyHor aptepum (20 - 24 MM pT. CT.) MOXKeT ObITb MOJie3Ha OueHKa
remoauHammkn MKK npu ¢umsmyeckon Harpyske [12, 11, 112, 113]. OgHaKo Ha CEroAHsLWHUI AeHb 3TOT MEeTOoA,
TaKXe He CTaHAApPTU3MPOBAH M HYXKOAETCA B AajibHeleM WUCCAefoBaHWM nepes BHeAPEHWEM B PYTUHHYHO
KNMHUYECKYI0 NPaKTURy [43].

- Bo Bpems KaTeTepusauuMn AOMKEH OCYLLECTBAATLCA 3abop apTepuanbHOW, BEHO3HOM KPOBWU M3 MPaBoOro
npeacepava M CMelaHHOM (neroyHan apTepua) BEHO3HOM KPOBWM C onpenefneHnemM ra3oBoro CoctaBa KpoBu B
YCNOBMAX AblXaHMA aTMOCEepHbIM BO3AYXOM W B OTCYTCTBMM MHranauumu kucnopoga**. MNMpu nofo3peHuu Ha
aHOMa/IbHbIN APEHAX NIEroYHbIX BEH AONONHUTENbHO A0MKEH BbITh OCyLLECTBAEH 3a60p KPOBU ANA OKCUMETPUU
M3 BepxXHel M HWXKHeW nonbix BeH. CaTypauma KMcaopoda B NeroyHol aptepumn > 75% cBuaeTenbctsyeT O



HaNMYMM NEBO-MNPABOTO WYHTUPOBAHUA KPOBU N TpebyeT HaCTOPOXKEHHOCTU B OTHOLIEHMW Hanuyuma BIC.

- MwuHyTHbIA 06bem KpoBooOpalweHus cneayeT U3MepATb  METOAOM  TEPMOAMAIOLUMWN  UAU
npAmbIM/HenpsambIM ~ meTogom ®uKa. PeKomeHOOBaHO TpPexKpaTHOe M3MepeHUMe MUHYTHOro o0b6bema
KpOBOOOpALLEHNA METO4OM TEPMOLUAIOLMU, MNOCKObKY 3TOT MeToh MO3BOAAET MONYyYUTb L0CTOBEPHbIe
pesynbTaTbl Aa)ke Yy MauueHTOB C HU3KMM CepAedyHbiM  BbIBPOCOM W/MAM  TAXKENOW TPUKYCNUAANbHON
peryprutaumen [114]. Y nauMeHTOB C BHYTPUCEPAEYHbIMM LIYHTAMWU ONA U3IMEPEHMA CepAedyHoro Bbibpoca
OO/MKEH NPUMEHATbCA TONbKO meTos PuKa, TaK Kak meTon TepmoaualouMM B AaHHOM Cayyae HeToYeH
BCNeACTBME pPaHHEel peunpKkynauum seegeHHoro 0,9% pactBopa HaTpua xnopuaa. s BbIMONHEHMA pacyeToB
meTogom PuKa TpebyeTcs npsmoe M3mepeHUe NOTpebAeHUs KMCNopoga, KOTOpPoe MafoAO0CTYMHO B LUMPOKOM
npaktuke. Mpu Henpsmom metoae PuKa McCNoNb3yeTca MoKasaTesb AOKHOM NOTPebHOCTM B KMCNOPOLE,
KOTOpasA PacCcYMTbiBAaETCS MPOrpaMMon MCXO4A M3 pocTa M Beca NauueHTa. Takoil noaxog npuemnem, Ho
[0CTOBEPHOCTb METOZ,a B 3TOM C/ly4ae HECKO/IbKO CHUMKAeTCA.

- [laHHble, NOMy4YeHHble pacyeTHbIM MyTem M3 noKasaTesneik YBKC, BKAlouatowme cpegHee AaBfeHME B
NIEero4YHOMN apTepum, TPaHCMY/IbMOHabHbIN rpaauneHT (TMI), AuacToNnMYecKuid NyNbMOHaAbHbIN rpagueHT (AMr),
NneroyHoe cocyaucroe conpotusneHue (/1ICC) n cepaeuHbiit mHaekc (CH), mcnonb3yloTcs B onpeaeneHun
remoaMHammyeckoro BapumaHTa JII u cTpatuduKaumMm pucka naumeHToB. dopmynbl pacyeta OCHOBHbIX
reMoAnHaMMYecKnX NoKasaTenel npmueegeHbl B Tabauue 8 (MpunoxkeHue b).

- PekomeHgoBaHo naumeHTam c WAL, Hacnegyemoit NATM, JIAT, WHAYUMPOBAHHOW NpUeMOM
JIeKapCTBEHHbIX MPEnapaToB WM TOKCMHOB, MNpPOBeAEHWE Ba30pPeaKTMBHOro Tecta Bo Bpema YBKC pgns
onpeaeneHuns notTeHumManbHo apPeKTUBHOCTM NedyeHunsa baokatopamm "MmeaneHHbIx" Kanbumnesblx KaHanos (BKK)
[6, 43, 115, 116].

-EOKIC (YA 5 YYP C)

- PekomeHOoBaHO npoBefeHME Ba3opeaKTUBHOro tecta nauueHTam ¢ WNAT, Hacneayemown JIAT, NAT,
MHAYLMPOBAHHON NPUEMOM JIeKaPCTBEHHbIX NPenapaToB UM TOKCUHOB, TOJIbKO B YC/IOBUAX SKCNEPTHOrO LLEeHTPa
B CBSA3M CO C/IOXKHOCTbIO BbIMOJIHEHMA U MHTEPNPEeTaLmMn AaHHbIX [6, 43, 115].

-EOKIC (YA 5 YYP Q)

- PekomeHayeTcs npu npoBeaeHMM Ba3opeakTUBHOro Tecta nauneHtam c WAL, Hacneayemoir NNAT, AT,
WHAYLUMPOBAHHON MPUEMOM JNIEKAPCTBEHHbIX MPENApaToB WM TOKCMHOB, B KayecTBe Basoawnatatopa MKK
NPUMEHSATb UHranaunoHHbI NO [6, 117].

-EOK IC (YA, 5 YYP C)

- PekomeHayeTcA paccMOTpeTb BO3MOXHOCTb MPUMEHEHUA WHTANALMOHHOIO MAOMNPOCTa B KayecTse
Basoaunatatopa MKK npu npoBeaeHMn Ba3opeaKTUBHOro Tecta naumeHtam ¢ WAL, Hacneayemoin NAT, NIAT,
WHAYLMPOBAHHOM NPMEMOM IEKAPCTBEHHbIX NpenapaToB MAK TOKCUHOB [6, 117].

- EOK IIbC (YAZ4, 5 YYP C)

- PekomeHayeTcA nNpUMeHATb chedylolme KpUTepuM [AAA OLEHKM Ba30peakTMBHOIO TecTa Kak
NO/IOXUTENbHOrO: CHUXEHWEe CpefiHero AaB/ieHUsA B /fero4Hol apTepum Ha >= 10 mm pT. CT. NpU YCNoBUU
AOCTUMKEHMA abCoMIOTHbIX 3HauyeHU <= 40 MM PT. CT. B COYETAHUU C HEUIMEHHbIM WUAU YBEANYMUBLUMMCA
cepaeyHbiMm Bblbpocom [6, 43, 115].

- EOK IC (YA, 5 YYP C)

- He pekomeHgyeTtcs ucnonb3osatb BKK, kucnopog**, cungeHadun n gpyrve npenapatbl, CHUMXKatoWme
AasneHne B MKK, npn npoBeaeHMM OCTPOro Ba3opeakTMBHOro Tecta nauueHTtam ¢ WAL, Hacnhegyemown JIAT, NNAT,
WHAYLMPOBAHHOM NPMEMOM JIEKAPCTBEHHbIX NPenapaToB MAK TOKCUHOB [6, 43, 115].



- EOK IIC (YAA,5 YYP C)

KommeHTapun: Kputepmnes NonoKMTENbHOFO Ba30PEaKTMBHOIO TecTa Aocturatot He 6onee 10% naumeHToB
¢ UJTAT. Mpun oTpruatenbHOM Ba30PEeaKTUBHOM TeCTe WMAM HEBO3MOMXHOCTU BbINOJHEHWNA Ba30pPeakKTUBHOMo TecTa
TepanuAa bKK He nokasaHa.

KopoHaporpadusa

- PekomeHaoBaHO npoBeaeHne KopoHaporpadumn nauneHTam ¢ JIAT npyu HaIMYUM CUMNTOMOB CTEHOKapAUm
UM GaKkTopoB pPUCKA ULLIEMUYECKON BONE3HM cepaua, a TaKKe Mpu MJIaHMPYIOWEMCS ONepaTUBHOM Je4eHUN
XTI/ nnn nepepq TpaHcNIaHTauuen nerkmx y naymeHtos ¢ /Il [6, 346].

- EOK IIaB (Y44 5 YYP C)
2.5 UHble guarHocTuyecKkue nccneaosaHua

FeHeTHUecKoe 06cnepoBaHue

leHeTyecKoe KOHCyAbTUPOBaHMe nauueHTam c JIAl cnegyet npegnaratb B MHAMBMAYanbHOM nopaake. C
YY4E€TOM BO3MOXHOIO BJIMAHUA MOJIOKUTENBHOIO WAW OTPMUATE/IbHOrO pes3ysbTata Ha MNCUXOJ0rnYeckoe
coctosHMe 6O0NbHOTO reHeTUYecKoe TecTMPOBAHME U KOHCY/AbTauuK cnefdyeT MPOBOAUTb B YCNOBUAX
MYNbTUANCUUNIIMHAPHOIO Nogxoda C npuBaedYeHuem cneunanmctos no JII, KOHCyNbTaHTOB TEHETUKOB MU
NCUXo0roB. [eHeTUYeckoe KOHCY/bTUPOBaHUE U CKPUHUMHT BMPR2-myTaumm pekomeHayeTca MauyeHTam co
cnopaguyeckumm dopmamu UJAT, JIAT, accoummMpoBaHHON C NpUeMOM NpPenapaToB ANA SIeYEeHUs OXUpPEeHUs
LeHTpanbHoro aencreus, u cemeriHbix ¢opmax JIAT [37]. Ecnu BMPR2-myTauma He obHapy»KeHa, To naumeHTam
cemeliHon JIAT, naumeHtam ¢ UNAT monoxke 40 net mauv npu Bo3HUKHOBeHMM JIAT y naumMeHTa C cemeirHbIM
aHaMHe30M Hac/neACTBEHHOW reMopparMyeckon TeNeaHrMO3KTa3MM MOXKeT OblTb NPesoXKeH CKPUHMHE Ha
Hannume myTaumii B reHax ACVRL1 n ENG. Mpu otcytctBum myTtaumnit BMPR2, ACVRL1 n ENG-reHoB BO3MOXEH
nouck 6onee peakmx mytauuii (KCNK3, CAV1 u Tak ganee). MNayMeHTOB cCO Cropaguyeckon MaM cemeriHom
dopmoin BOBJI/JIKI cnepyet obcnegosBath Ha Hanuuue EIF2AK4-myTaumin [118]. Mpucytcteue 6uannensHoi
EIF2AK4-myTauum AOCTaTOYHO ANA NoATBepsKAeHUA anarHosa BOBJ1//IKI 6e3 ructonornyeckoro uccnenoBaHus.
Beuay Masnol AOCTYNHOCTM TFeHETUYECKOro TecTMpoBaHWA opdaHHoW naTonorum B Poccuitickon depepaunu
reHeTM4YecKoe TeCTUPOBaAHME OTHOCUTCA K AONOIHUTENbHBIM MeToAam 06cneaoBaHmMA y nauneHTos ¢ JIAT,

- PekomeHpoBaTh B MHAMBMAYANbHOM MOpAAKE MPOBeAeHUe reHeTUYeCcKoro TeCTMPOBaHMA NauneHTam ¢
WNAT, cemeinHol JIAT n JIAT, accoumMnMpoBaHHOM C NPUEMOM MPENapaToB A/1A IeYEHUS OXUPEHUS LEHTPAIbHOIo
AeNCTBUA, a TaKKe HECCMMNTOMHBIM POACTBEHHUKAM NEePBOM IMHUWN NALMEHTOB C U3BECTHbIMM MyTaLMAMKU ANA
BbISIBI€HUS rPYNNbl pUcka passuTtua JIAT [37].

- EOK HeT (YAA4 5 YYP C)

2.6 IMarHocTUYECKnit aNiropuTm

C yyeTom HeobxoaAnMMOCTM paHHern amarHoctukm JIAT u XTI/T, 3a6oneBaHuli ¢ KpaiHe HEBMAronpUATHLIM
NPOrHO30M, AMArHOCTUYECKUI anroputm BObla nepecmoTpeH akcneptamu B 2018 rogy M ONTUMU3IMPOBAH NyTeM
YeTKOro pasrpaHuYeHunn nepsuYHOro ob6cnenoBaHUA NALMEHTOB BHE 3KCNepTHOro ueHTpa JIAI u ganbHeliwero
cneumannsMpoBaHHoOro AoobcneaoBaHna oTobpaHHbIX MALMEHTOB B 9KCMEPTHOM LieHTpe. Kpome Toro, nosisuaach
onuusa 6bICTPON OTNPABKM B IKCNEPTHLIN LLEHTP NALMEHTOB, OTHOCALLMXCA K KaTEropumn BbICOKOrO PUCKa Pa3BUTUSA
JIAT, a TaKKe C BbICOKOM M MPOMEKYTOYHON BepoATHOCTbIO JII no AaHHbIM IXxOKI. K 3ToM KaTeropmmn oTHocATcA
naumeHtol ¢ C3CT, BMNC, noptanbHol runepteHsueirr u BUY-uHdpekuymen [43]. OMarHOCTUYECKUN aNroputm
npeacrasfeH Ha pucyHke 1 (MpunoxeHne B).

Ob6cnegoBaHMe HauyMHAETCA C MOMEHTa NPeanofoKeHna Hanuuma JII y 6onbHoro. JocTaTodHo 4Yacto JII
06Hapy:KMBAKOT CAy4allHO BO BpemMAa TpaHCTOpaKa/ibHOro IxoKl-uccnenoBaHWA, BbINOMHAEMOro MO APYrUm
nokasaHunam. IXoKI ABNAETCA OCHOBHbIM MHCTPYMEHTOM CKPUHWHIA, Knaccubumumpys BEPOATHOCTb Hanuuua JT.



Mpn BbIABAEHUN MPOMENKYTOYHOW MM BbICOKOW BepoATHOCTM JII mauMeHTbl BbICOKOro pucka passutua JIAT
OO/MKHbI HE3aMeAIMTENbHO HANPaBAATbLCA B SKCNEPTHbIN LEHTP gnsa foobcnenosaHma. [1na cornacoBaHma 3Toro
lwara MOXKEeT MPUMEHATbCA 33a04YHAA WU TenemegMUMHCKAa KOHCynbTauua co cneuunannctom JIAT-ueHTpa.
MauneHTam c HU3KOM BepoATHOCTbIO JIT 1 dakTopamu pucka passutma JIAT nam XTI/ nokaszaHo ambynaTopHoe
AWHaMMYecKkoe HabnaeHWe Mo MecCTy XKUTeNbCTBa C nepuoanyeckum BbinosiHeHMem IxoKI. K aton rpynne
NaLUneHTOB OTHOCATCA, HanNnpPUMep, NaLMEHTbI C XPOHUYECKOM TPOMB0oaMbonnyeckon 6o1esHbio nerkux (XTI61).

Y nauMeHToB C NPOMEXKYTOYHOMN N BbICOKOW BepoATHOCTbIO JII 6e3 3Haunmbix dakTopoB pucka JIAT no mecty
KUTENbCTBA [AO/KHO OblTb NPOAO/KeHO obcnesoBaHne AAA CKpUHWHIA XTIJ/IT. BonbHble € Hanuuymem
BEHTUNALUMOHHO-NEPDY3MOHHBIX AeDEKTOB MOTYT TaK:Ke HaMnpAMYIo HanpaBAATbCA B SKCNEPTHbINA LLEHTP, F4e OHM
BK/1H0YAIOTCA B a/ITOPUTM 06CcnegoBaHUA U oueHKM onepabenbHoctu XTI/IT. B xoae AanbHenwero obcnenosaHmsa
6osbHOro (cbop aHamHesa 3aboneBaHNUA U Kanob, GUsMKanbHbIN 0cmoTp, KT, peHTreHorpamma rpyaHOM KAETKM,
uccnegosaHne QGyHKLMU BHELWIHEro AblxaHuA C oueHkon auddysmoHHol cnocobHocTn nerkmx u KT opraHos
TPYAHOW KNETKM C KOHTPACTHbIM YCUIeHUEM MNpu HeobxoaumocTn) naeHTUdMuMpyloTca Hanbosnee 4vacTble
npuumHbl /I cepgedHo-cocyancTasa natonorua (rpynna 2) u 3abonesaHua nerkux (rpynna 3). MayuenTsl ¢ T,
"nponopunoHanbHO" BbIABAEHHOW NaTonornuK, Tpebylowme TONbKO Jie4YeHUA OCHOBHOro 3abosieBaHuA,
BbIBOAATCA W3 fanbHellwero obcnefoBaHMA M HabnwopaloTca MO MecTy KuTenbctBa. OcTanbHble 60/bHble
HanNpPaBAAKTCA B 3KCMEPTHbIN LLEHTP A1A yraybneHHoro o6cnenosaHma U BbinosHeHMa YBKC [43].

B akcnepTHom ueHTpe JII nepecmaTpuBalOTCA pe3y/ibTaTbl PaHee BbIMOJNHEHHbIX MCCAen0BaHWMA, Npu
HegoCTaTOMHOM A/1A  MPaBUAbHOW TPAKTOBKM KayecTBe WCMOJIHEHMA HEKOTOopble WCCAefOBaHUA MOryT
nosTopsaTbcA. Hannume JII M ee remoANHAMUYECKMIA BapUAHT OLEHMBAIOTCA NO cpeacTBam BbinonHeHuA YBKC m
NpU HAIMYMK NOKa3aHWIM Ba3opPeaKTUBHOIO TecTa. B 3aKk/to4yeHme y NauUEeHTOB C YCTaHOBAEHHbIM AnardHosom JIAT
npoeogAT 6onee TOUHYHO AMArHOCTUKY B npefenax KaumHudeckol rpynnbl 1 (JIAT) U KAMHMYecKol rpynnbl 5
(apyrve pepgKkne coctosiHUSA). B CNOMKHBIX KAMHUYECKMX CUTYaLMAX U NPU OLEHKe onepabesibHOCTM NAaLUEHTOB C
BMNC n XT3/II HeobxoanmMo obcyKaeHne BeAeHUs NaumeHTa MybTUANCUUNIIMHAPHON KOMAHAOW CNeLnanmcTos,
BK/IIOYAIOLWMX Bpayeli-peHTreHoN0roB 1 Bpaden-kapamoxmpypros [72]. B HeKOTOpbIX CAy4Yasx NpU CAOMKHOCTU
TOYHOM KnaccuduKauum remogmMHammyeckoro BapuaHTa JII B YCNOBUAX 3KCMEPTHOrO LIEHTPA BO3MOMKHO
nposegeHne npobHol cneumdmnyeckon Tepanum C MNOCTOAHHbIM MOHUTOPUPOBAHMEM ee 6e30MacHOCTH,
30 PEKTMBHOCTM M NEPECMOTPOM CTPaTErnKn edyeHna npyu HeobxoanmmocTu [43].

2.7 OueHKa cTeneHu TAXKecTu 3a601eBaHUA U MPOrHO3a *KU3HU NALUEHTOB C JIEFTOYHOU rMnepTeH3uei

Monck Hambonee 3HaAYMMbIX MOKasaTesnel A1A OLEHKM CTeMNeHW TAXKecTM 3aboneBaHusA, a TaKxke
"paboTatowmx” NpPOrHocTMyeckMx ¢akTOPOB OCYLWECTBAAETCA B XOAE aHa/M3a LaHHbIX MEXAYHAPOAHbIX
HabntogaTenbHbIX pernctpoB naumeHTos ¢ JIAT u XTII [22, 119, 120, 121]. Becbma cnpaBegnnBo npeanonaratb
HaNMYMe BAMAHMA HALMOHANbHOCTU HonbHOrO Ha ¢eHoTun JIAT, NporHo3 n 3¢PeKTUBHOCTL cneunduyeckoit
Tepanuu. Mpu atom pernctpbl JIAT 06bIMHO coAepKaT Mano MHOPMAUMM 06 STHUMYECKOM COCTaBe NoMnyasaumu
[122]. He BbIABNEHO 3HAYMMOM KOPPENAUMU MEXKAY COUMANbHO-SKOHOMUYECKUM YPOBHEM KU3HU U
OYHKUMOHANbHBIM  CTaTyCOM MaUMEHTOB, a TaKXe BpPeMeHemM A0 MOCTAaHOBKW AMarHo3a M rokasatenamu
cmepTHOCTHM [123, 124]. KpaliHe UHTepeceH reHAepHbIN aHaIM3 PErucTpoB: B 60/bLLUMHCTBE U3 HUX NpeobiagatoT
KEHLMHbI, HO MPX 3TOM MMEHHO MYMKCKOWM MO/ aCCOLUMMPOBAH C NAOXMM nporHosom JIAT [119]. dtuonorua JIAT
OCTAeTCA BaXKHbIM NPOrHOCTUYECKUM dakTopoM. TpaamumoHHO naumeHTsl ¢ JIAT Ha ¢oHe C3CT nmetoT Hanbonee
HUM3KME NOKasaTenn Bbixkneaemoctu [125]. OTpuuaTenbHbI BKAag BO3pacTa B NPOrHo3 601bHOro CBA3aH, npexae
BCErO, C YBE/IMYEHNEM COMYTCTBYIOLWEN NaTonornn. Tak, Hanpumep, Haauume y naumeHTa XOBJ (OP 1,59 95% AU
1,34 - 1,90; p < 0,001) nnn caxapHoro auaberta (OP 1,73 95% AWM 1,40 - 2,13; p < 0,001) accoummpoBaHo C
yBe/nmyeHmem cmepTHocTu [126].

NAT oTHocuTcA K 3abosieBaHMAM C KpaliHe HebnaronpusaTHbIM MporHosom. o AaHHbIM  peructpa
HaumoHanbHOro uWHcTMTYTa 3a0poBba CoeaunHeHHbix LTatoB Amepukm (NIH, 1981 - 1985), cpeagHas
BbI*KMBaeMoCTb NauneHToB UJIAT, He noay4atowmx cneundmyeckon Tepanuu, He npesbiwaeT 2,8 roga [21]. B atoi
cuUTyaummn 60nblioe 3HaYEeHWE MMEET OLLeHKA COCTOSHWA NaLMeHTa, B KOTOPOWN AO0/MKHbI YUUTbIBATLCA TAMKECTb
KNAMHUYECKUX NPOSABAEHWUN, ypoBeHb ¢u3anyeckolr paboTocnocobHOCTU,  CTPYKTYPHO-OYHKLMOHANbHbIE
NnoKasaTenu npaBoro Keayaodyka, remoamHammyeckne nokasatenm MKK M KoHUeHTpauma 6MomMapKepoB B



nepudepuyeckont Kposu (Tabn. 9). HecmoTpa Ha cybbeKTMBHOCTb TaKoro nokasatens, kak ®K (BO3), oH ocTaeTcs
OLHUM N3 Hanbonee BaXKHbIX NPEAMKTOPOB BbIXKMBAEMOCTU NaLmeHTOB ¢ JIAT.

TonepaHTHOCTb K PU3NYECKOW Harpyske o6 beKTUBU3MPYETCA NPU BbiNoAHeHUM TLUX 1 aprocnupomeTtpun.
TLWX saBnsietca Hambonee NPOCTbIM METOA0M OLEHKN Ppu3nyeckon paboTocnocobHOCTM NAaLMEHTOB, HO 3HAYMMOW
CBA3N MEXKAY YBEMYEHMEM ONCTAHLMU NPOXOXKAEHNA B TECTE N AOATOCPOYHBIM MPOrHO30M MaLMEeHTOB, BKAOYanN
CMEpPTHOCTb OT BCEX NMPUYUH, FOCNMUTANM3ALUM NO NOBOAY YXyaweHua JIT, TpaHChAaHTaUMmM Nerknux Nan Komnnekca
cepaue-nerkne, no AaHHbiM 22 KAWMHUYECKUX WUCCnenoBaHui, He BbifBneHo [127]. KonuyecTBeHHaa oOueHKa
notpebneHna Kucnopoga B YCNOBUAX 3SProCMPOMETPUM OCTaeTcAa Hambonee TOYHbIM  MHTErpasibHbIM
nokasatenem, oOTpaxatowmm ¢GYHKLMOHANbHOE COCTOAHME W KOMMEHCAaTOPHble BO3MOXHOCTU CepLeYHOo-
COCYAMUCTOM, JIEFOYHOM U MbILLIEYHOM CUCTEM, N MOXKET ObITb UCMO/Ib30BaHa A/ OUEHKU cTeneHun Taxectn JIAT n
ee nporHosa [128]. OgHako Hanbonee CUALHOM NPOFrHOCTUYECKON 3HAYMMOCTbIO Yy NaumeHToB ¢ JIAI o6nagatot
remoguMHaMMyeckue noKasaTesm, Takme Kak gasneHue B MM, cepAeyHbll MHAEKC U caTypauua Kucaopoaa B
CMeLlaHHOW BeHO3HOM Kposu [129, 130, 131, 132]. AasneHue B MM gaeT KOcBEHHOE NpeACTaB/AEHUE O TAXKECTU
ancoyHkumm MK, BennumHa cepaeyHoOro MHAEKCa 3aBUMCUMT OT YAAPHOro obbema M OTparkaeT TO KO/MYEeCTBO
OKCMIeHMPOBAHHOM KPOBWM, KOTOPOE BO3BPALLAETCA M3 NErkux B JieBble Kamepbl cepaua. B ceoio ouyepegb,
caTypaumsa KMcnopoga B CMeELaHHOM BEHO3HOW KPOBW KOCBEHHO XapaKTepusyeT TAMECTb pemMoaenvpoBaHuA
MeNIKMx apTepunosn. B nepeyeHb Hanbonee 3HaYMMbIX reMOgMHAMUYECKUX NOKasaTeniei He BXxoguT cpeaHee AJ1A.
JTO CBA3AHO C Tem, YTO CHWMKeHWe cpegHero [JIA moxKeT ObITb cneacteuem guchyHkumm MK, a ynydweHue
KNMHUYECKOro cocTosaHma 6onbHoro ¢ JIAl KpailHe peaKko MPUBOAMUT K €ro HOPMasv3auuu UAM CHUMKEHMUIO.
UcKknoueHne coCTaBAAT NaumMeHTbl C NONOXKUTENbHbIM Ba3OPEaKTUBHbIM TECTOM, nony4datowme Tepanuio BKK.
MpogonkKaeTca NOMCK MaSIOMHBA3UBHbIX, BOCMPOM3BOAMMBIX MU Hanbosiee AOCTYMHbIX B KAMHUYECKOW MpaKTUKe
MapKepoB MPOrHo3a M CTEMEHU TAXKECTM NIeroyHon rmnepTeHsnn. OgHako Hanbobluee 3HaYeHMe No-NpexRHeMy
MMEET MO3roBOW HaTPUNYPETUYECKUN NEenTug, YPOBEHb KOTOPOro KOppenupyer € remogmMHamuyecKumu
NOKasaTeNssMMU U CTPYKTYPHO-OYHKLMOHANbHbIMKN N3MeHeHuamuM MHK.

Ha ocHoBaHWKM BcecTopoHHero obcnegoBaHMa CTaTyc NaUMEHTA MOXKET BbiTb KnaccuduumMpoBaH Kak cTaTyc
HM3KOro PUCKA, YMEPEHHOIO PUCKA M BbICOKOTO PUCKA KAMHMYECKOro yxygweHus uamnm cmeptu (Tabna. 9). Xots
OOCTOBEPHAA OUEHKa WHAMBUAYaNbHbIX MPEAUKTOPOB BCerga TPyAHA, roAoBad NeTaNbHOCTb MaLMEHTOB,
OTHECEHHbIX K Trpynne HWU3KOro PUCKa, coctaBasaeT 5%. KnwoueBbiMU KPUTEPUAMM MALMEHTOB HWU3KOTrO PUCKA
CNy}KaT Takue nokasatenu, Kak | uam Il ®K (BO3) c aucraHumen npoxoxaeHus B TLWX > 440 m, aaBneHnem B
npasom npeacepann < 8 MM pT. CT. U CePAEYHbIM MHAEKCOM >= 2,5 n/muH/m? [10]. Mpeanonaraemas roaosas
NeTaNbHOCTb ANA TPYNMbl yMEePEeHHOro pucka coctasaseT 5 - 10%. Ita rpynna npeacrasaeHa nauyeHtamm Il @K
BO3 c ymepeHHO CHUXEHHOM GU3MYECKON aKTUBHOCTbIO U MPU3HaKaMmn AMchYHKLMN NPaABOro *KenyaouKa, Ho 6e3
KAMHUYECKUX MNPOABAEHUI NPABOXKENYA0UYKOBOW CEPAEYHOM HEeAoCTaTOYHOCTM. B rpynne BbICOKOro pucKa
rogoBan NetanbHOCTb cocTaBnsieT 6onee 10%. Ons 3ToM rpynnbl NaumeHToB xapakTtepeH Il uamn IV ©K (BO3) ¢
nporpeccupyoWmMm TedeHnem 3abosieBaHMA WM cMMNTOMaMK  Taxenon auchyHkumm MK MAM  KNMHKKOM
NpPaBOXKeNyA04KoBON CepaevyHON HeaoCTaTOYHOCTM C BTOPUYHOM AUCPYHKUMEN Apyrnx opraHos. [MoKasatenwu,
yKasaHHble B Tabauue 9 (MpunoxkeHue 1), moryT pacnpeaenatbca HenocneaoBaTeNbHO, T.e. MOTYT HaxoAMTbCs B
pa3HbIX KaTEropmsax pUcKa. Bbibop TaKTUKM NeyeHns nauMeHTa AONKEH OCHOBbIBATLCA Ha KOMM/IEKCHOM OLEeHKe
peKoOMeHAYyeMbIX NOKa3aTenen.

3. JleueHune

B npuHATOM B HacTosiLLee BpemA cTpaTerMu sefeHua naumeHtos ¢ JIAT MOXHO BblAenTb TPU OCHOBHblE
cocTasasoWme: obliMe pekoMeHaaumMm, NoAAEPXKMBaIOLLYIO Tepanuio 1 cneumdudeckyto Tepanuio JIAT [6, 116].
MpumeHeHWe NpenapaTos NoAaepsKuBaloWein TepanumM He OKasbiBaeT BAUAHUA Ha BbIXKMBAEMOCTb MaLMEHTOB C
JIAT, Toraa Kak mcnonb3oBaHuWe crneuuduyeckux npenapaTos NPUBOAUT K YBEAUYEHMIO MPOAOINKUTENbHOCTU
U3HU NaUMEHTOB, YMEHbLUEHUIO KOAMYEeCcTBa rOCMMTanM3auuii U yBEAUYEHUIO BPEMEHW [0 KAUHUYECKOro
YXYALWEHUA U TPaHCNAaHTaL MK,

3.1 O6wme peKomeHaaLUMN

C nauuyeHTOM HEO6XO,£I,MMO O6CV)KLI,aTb ero exegHesHyro pa6oqy|o dKTUBHOCTb, NMNJ1aHNPOBaHUE CeMbMU,



KOHTPALENnuuio U MNOCTMEHONay3a/ibHyl0 TFOPMOHO3aMECTUTE/IbHYIO Tepanuio, MNOAroTOBKY K MNA3aHOBbIM
XUPYPrUYecKMM BMeLlaTeIbCTBaM, MPOUAAKTUKY MHPEKUNOHHbIX 3ab01eBaHMMN, NCUXOCOLMANbHYIO NOAAEPIKKY,
NnyTewecTsmsa, MNPUBEPKEHHOCTb /JIEKAPCTBEHHOM Tepanun W HeobXxoAMMOCTb HabalogeHua cheuuanncramu
aKcnepTHoro ueHTpa JII. MpumepHo y 35% naumneHToB ¢ JIAT pa3BMBatOTCA TPEBOXHbIE COCTOAHMA, NAaHUYECKUE
aTakKM UM Jenpeccua, KOTOpble TEeCHO B3aMMOCBA3aHbl C TAXECTbO cumnTomatuku JIAT 1M orpaHumyeHuem
dusnyeckux BoamoxkHocten [133, 134]. MoowpeHune naumeHTos ¢ JIAT n nx cemen npmberaTtb K NCUXONOTMUYECKOM
NOMOLIM, aKTUBHOMY YYacTUIO B Fpynnax NoAAepKKU MauMeHTOB MOMKET MOIOKMUTENbHO BAWUATL HA NpuATUe
3aboneBaHuA, aganTaumm K HeONpPeLeNeHHOCTU, CBA3AHHOM C KMU3HEYIPOXKAOLWMM XPOHUYECKMM 3aboneBaHNEM,
M KOHCTPYKTUBHOW COBMECTHOM paboTe 60sbHOro M fevaulero spaya. C yyetom HebnaronpuAaTHOro NporHosa
3abon1eBaHMA HEOBXOAMMO 3apaHee NJIaHMPOBaTb OPraHn3aLUmIo yxoaa 3a 60/1bHbIMK [6].

- PekomeHpyeTca npoBeLeHME 3aHATUI MO KAMHUKO-NCUMXONOrMYECKOM aganTaunmn naunentos ¢ JIAT gns
CHUKEHMA pPUCKa Pa3BUTUA TPEBOXKHO-AENPECCUBHbBIX COCTOAHMUN [6, 133, 134]

-EOKIC (YAA 4 YYP Q)

MnaHoBble XMpypruuecKkne BMeLLaTeNbCTBa

NIl - He3aBUCKMMBbIV NPeanKTOp 3ab601eBaEMOCTU U NeTanbHOCTU (4 - 24%) Npu HeKapLUOXUPYPTUYECKUX
BMeLLATeNbCTBAX. MPUHLMMMANBHBIM ABASETCA COOTHECEHWE PUCKA M NOJIb3bl A8 KOHKPETHOro nauueHTa npwu
NAAHUPOBAHUW XMPYPTUYECKOro sedyeHuns. Hambosblume pUCKM NeTaNbHOCTU U TPYAHOCTU NepPMOonepaumoHHOro
BeAeHWsA HabN[aoTCA Y NAaUMEHTOB C BMEPBble BbIABJEHHOW HA MOMEHT ornepaTMBHOro Bmewartenbcrea /Il B
nofobHOM CUTyaLMM NO BO3MOXKHOCTM HEOBXOAMMO NepeHecT Bpems BbiNOJIHEHWA NIAHOBOTO XMPYPruyeckoro
BMELLATENbCTBA M HAaNpaBMTb NaLMeHTa B 3KCNEPTHbIN LLeHTP A4/1A NOJIHOLEHHOro 0b6cie0BaHMA € BbINOJHEHNEM
YBKC v Ba3opeaKTMBHOro TecTa MO MOKasaHMAM C nociegyowmm nogbopom cneumduyeckon Tepanuu [6].
HeobxoamMmo oueHUTb cTeneHb TaxecTu JIAT U GyHKUMOHANbHBIN CTaTyC NauueHTa, AeTaNbHO 0bcyauTb 06bem
onepauuu,  aHecTesnosiorMyeckoe  nocobue, BO3MOMKHOCTb  McMnonb3oBaHua  NO, wuaonpocta MU
3KCTpaKopnopanbHoON MmembpaHHolM oKcureHaumm (S3KMO). Bce obcnepoBaHua U onTummsaumio tepanumn J1IAT
)KenaTesibHO BbINONHUTL HE NO3Z4Hee Yyem 3a 2 HeAde/u A0 NPeAnosiaraeMoro ornepaTMBHOrO BMellaTesbCTBa
[141]. Npw NNaHMpPOBAHMM XMPYPrMYECKOro BMELLATeNbCTBA cnesyeT MHOOPMMPOBATb NauMEHTa O BO3MOMKHbIX
nepuonepaLmoHHbIX PUCKAX, CBA3AHHbIX C XapaKTePOM OMepaTMBHOIO BMELIATE/IbCTBA M aHECTE3MO/I0rMYECKoro
nocobus, 1 0 BO3MOXKHOM yxyaweHUM TeueHunn JIAT u pucke netasbHOro ncxoaa.

- PeKkomeHayeTca oTaaBaTb nNpennovyTeHUe PEernMoHapHOM aHecTesun NpPU NAAHOBbLIX XMPYPrUYecKmx
BMelLaTeNbCTBax y naumeHToB ¢ JIAT ana npeaynperaeHnsa pasBuUTUs ocioxKHeHUN [6, 116, 141].

-EOK llaC (Y44 4 YYP C)

MPUHATO cYMTaTb, YTO IANAPOCKOMMYECKME BMELLATENLCTBA CONPAMKEHbI C MEHbLUEN CepAEeYHO-COCYANCTOM
NeTanbHOCTbIO, YEM OTKPbITble MOJIOCTHbIE onepauun. OgHaKo y naumeHToB ¢ JIA[ NMHEBMOMNEPUTOHEYM MU
Komnpeccusa guadparmbl HapyLIAoOT BEHTUAALUMIO NIETKMX, MOTYT 3HAYMTENIbHO YBEANUYUTL MOCTHArpPy3Ky NpaBoro
Kenygouka u cnpoBoumpoBaTb Kpus JIAT.

- PekomeHAayeTca pPacCMOTPETb BO3MOXKHOCTb MWHMW-1ANapoOTOMMYECKOro A0CTyna Mo CPaBHEHUIO C
NanapocKoNUUYecKMMM onepaumammn y naumeHTos ¢ JIAT ans npeaynperkaeHns pasBuTnA ocNoxKHeHuN [142].

- EOK et (YA4,5 YYP C)

- PekomeHayeTcA MNpoBoAUTb OBCYXAEeHME XUPYPrUYEecKoro /MeYeHUs M nepuonepaumoHHONW TaKTUKK
BeAeHns naumeHTos ¢ JIAI ¢ npuBaeYeHUeM MyAbTUAUCLUUNAMHAPHOW KOMaHAbl B COCTaBe Bpada-Kapauosora,
cneumannsmMpylowWerocs Ha BegeHumn naumeHTos ¢ JIAl, Bpaya-aHecTesno iora-peaHMmMmarosiora, Bpada-xmpypra u
npu HeobxoAMMOCTM APYrMX CneuuMannctos B 3aBMCMMOCTM OT ¢oHoBOro 3abonesaHuna ANA MUHUMMU3ALMUM
puUcKoB BMelaTenbcTea [141, 143 - 145]

- EOK et (YAA,4 YYP C)



- PekomeHayeTca paccMOTPETb BO3MOXHOCTb BbIMOJIHEHUA XMPYPIrMYECKOro BMELLATeNbCTBa Y NaLMEHTOB C
JAT B ycnoBusx akcnepTHoro ueHTpa /Il gna mmHummsaummn puckos [141, 143 - 145].

- EOK et (YA4,4 YYP C)

Mpodunaktnka nHpeKumm

MaumeHTtbl ¢ JIAT 4yBCTBUTENIbHbI K BO3HWUKHOBEHWIO MHEBMOHWM, KOTOpasa B 7% cny4vyaeB ABAAETCA
npuumMHom cmeptn. HecmoTpa Ha otcytctBue PKU, pekomeHayeTca npoBOAUTb BaKUMHAUMIO MPOTUB BUpPYCa
rpvnna U NHEeBMOKOKKa [6, 116]. UcknoueHne coctasnaoT nauneHTtbl ¢ C3CT n BUY-nHbeKuunen, pelweHne o
BaKLMHALMNK, Y KOTOPbLIX AOKHO MPUHUMATLCA C Y4ETOM aKTUBHOCTM OCHOBHOrO 3a6oieBaHuA.

- PekomeHAyeTca UMMYHM3auUMsa NPOTUB BUPYCA FPMMNa U NHEBMOKOKKOBOM MHdeKuMM nauneHtTam c JIAT
ONA NpeaynpexXaeHnsa nporpeccpoBaHuns 3abonesaHnsa Ha GoHe UHTEPKYPPEHTHOM MHbeKuun [6, 116].

- EOK HeT (YO4,5 YYP C)

MpuBepXXeHHOCTb Tepanum

MaumenTbl ¢ JIAT Il - IV ®©K (BO3) 06bI4HO HyKAal0TCcA B pMemMe 601bLWOro Koanyectsa npenapaTos. Kpome
TOoro, noboyHble 3dpdeKTbl NEKAPCTBEHHOW Tepanuu, CHUMNKEHME MAMATU Yy MaLMEHTOB C TAMXKENON cepaevHOoM
HeA0CTaTOYHOCTbIO MOFYT BAMATb HAa WX KOMMAaeHTHOCTb. Kpome TOro, cywectBeHHoe HeraTMBHOe B/MAHUE
MOET UMeTb KoppeKuusa obbema 1 xapakTepa TepanuMm Kak CaMMMK NauMeHTaMu, Tak U ApYrMMK Bpayamu, He
UMELWMMM ONbITa BeAeHUA naumeHToB ¢ JIAT. PasbAacHeHWe Lenelt Tepanum, MexaHU3ma AeiCTBUA OCHOBHbIX
rpynn /JIeKapCTBEHHbIX CPEeACTB, BO3MOXKHbIX MOOOYHbIX 3dpdPeKkToB HenocpeaCTBEHHO MAUMEHTY MOMXKET
CyLLECTBEHHO YBE/IMYUTb MPUBEPKEHHOCTb TEPANUW.

MyTtewecreua

NccnepoBaHua ¢ NpUMEHEHMEM CUMYAAUMMK NoaeTa ANs onpeaeneHna NnoTpebHOCTM B KMCAOpoAoTepanum
BO Bpems MPOAO/IKMTENbHbIX aBuanepenetos y naumeHTos ¢ JIAI oTcyTcTBYIOT. M3BECTHbIV $U3MONOrMYECKNA
addeKT rmnokcuun npeanosiaraeT, YTO NPUMEHEHME KMCAOPOAA BO BpemMAa nosneta cieayet npeaycmoTpeTb ANA
naunenTos Il v IV ®K BO3 1 npu gasneHun Kucnopoga B aptepuanbHoi Kposu 8 KMa (60 mm pT. €T.) B nokoe [6,
116]. CKopocCTb MOTOKA 2 /I/MUH NOAHUMAET AaBAEHME KMCNOPOAA BO BAbIXAEMOM BO3AYXE [0 €ro CogeprKaHus
npu AbiXaHWM Ha YPOBHE Mopsa. AHaNOrMYHO cieayeT n3beratb npebbiBaHUA B BbicOKoropbe > 1500 - 2000 m 6e3
KUCNOPOAHOW nogaepku. MaymeHTam pekoMeHAyeTCA nyTewecTBoBaTb C MMCbMEHHOM UHbOopMaumeit o JIAT n
KOHTaKTHOM MHbOopMaumen o ueHTpe /I, HaxogAawemca no61M30CTU K MECTY NyTeLlecTBus.

- PeKkomeHAayeTca NpoBoAUTb MHFANATOPHOE BBEAEHME KUCAopoda Npu aBuanepeneTtax naumeHtam Il - IV
GYHKLMOHANbHOrO Kaacca C HanpsaKeHUWeM Kucaopoga B apTepuanbHoi KposBu < 8 KMa (60 mm pT. cT.) gna
NPOGUNAKTUKM Pa3BUTUA OCNOXKHEHMI [6, 116].

- EOK laC (YA,4,5 YYP C)

3.2 MeaguKaMeHTO3HOe iIeueHne

BbloenAloT ABa KOMMOHEHTa /IeKapcTBEHHOW Tepanuu y nauueHToB ¢ JIAM: noagepusalowan tepanus
(aHTMKOAryNAHTLI HeNpaMble (aHTaroHUCTbl BUTaMMHa K), ANYPETUKM, cepaedHble FNMKO3MAbl, OKCMreHoTepanums)
M cneunduueckaa Tepanua, BKAOYalowaa biokaTopbl "mMepgneHHbIx"  Kanbuumesbix KaHanoB  (BKK),
aHTUIMNEPTEH3MBHbIE CPEeACTBa ANA JIeYEHWA fNerodYHoi apTepuanbHoi runepteHsmn (CO2KX, 6o03eHTaH**,
maumutTeHTaH**, ambpuseHTaH**) WHranAuMoHHbLIM wnonpoct, d¢ocpoanactepasbl UHrM6UTOPLI (MDOI-5),
puouuryat** u cenekcunar [6, 146, 147].

3.2.1 Noppepxusatowan Tepanua

BansHune 6a3osoii Tepanmu JIAT Ha BbIXKMBAEMOCTb NaLlMEHTOB MEHEe M3yUYeHOo B CBA3M C OTCcyTcTBMEM PKI.



Tem He MeHee, B MOBCEAHEBHON MPaKTUKE Bpaya XOPOLWO W3BECTHO BAMAHWE AWYPETUKOB Ha CUMMATOMbI
NPaBOXKeNYA0YKOBOW CEepPAEYHON HEeAO0CTaTOMHOCTM, 3GEPEKTUBHOCTb MPUMEHEHMA KUCAopoaoTepanuu npu
CONYTCTBYIOLLENM NATONOMMKN IETKUX NN MHTEPKYPPEHTHbIX 3a601eBaAHUSAX.

AHTUKOArynAaHTbI N MHrMGMTOpr arperauunu TpOM60LI,MTOB

O6ocHOBaHMEM A/1A Ha3HAYeHWUs NepopanbHOM AHTUKOATyASHTHOM Tepanuu MOCAYXKWUAO BbiSIBAEHWE NPU
nuccneaoBaHMM ayTONCMMHOIO Matepuana nauyeHTtos ¢ WIAT opraHM30BaHHbIX TPOMOOB MeNKMX apTepuit B 56 -
57% cnyyaes [148, 149]. B page o4HOLEHTPOBbIX HEPAHAOMU3UPOBAHHbIX HEKOHTPOIMPYEMbIX 06CEPBALMOHHbIX
MuccnenoBaHMM NPOAEMOHCTPUPOBAHO YBE/IMYEHUE BbIXKMBAEeMOCTM cpeawn nauueHtoB WIAT, nonydatowmx
aQHTMKOAryNAHTbl Henpsamble (aHTaroHucTtbl BuTammHa K) (HAK) [150, 151]. OpgHako B JanbHenwem
LenecoobpasHoOCTb WMPOKOro HasHayeHus HAK gna nepopanbHoro npuema naumeHtam ¢ JIAI ctana BbI3biBaTb
COMHeHUs BBUAY oTcyTcTBMA PKU ¢ BKAOYEHMEM NAUMEHTOB Pas/iMyHbIX Ho3os0rnyeckux ¢opm JIAl. JaHHble,
nosiydyeHHble U3 peructpos JIAT (REVEAL, COMPERA), TaKXe He fanu ogHO3Ha4yHoro oteeTa o BAMAHUKM HAK Ha
BbIXKMBAeMOCTb Y naumeHToB c JIAl; 6onee Toro, npumeHeHne HAK y naumeHToB C accouuupoBaHHoi JIAT (B
YacTHOCTU, C CUCTEMHOW CKNepoaepMmnein) ConpoBOXKAaNOCh YBEIMYEHNEM PUCKA JIeTa/IbHOCTU Ha ¢oHe Bonee
YyacTbiXx KpoBoTeueHui [150, 151, 152, 153, 154]. Y naumeHToB ¢ BIMNC 1 nopTonynbMOHa/bHOM rMnepTeH3nein 3a
CYeT HapyleHua cuHTesa/perpagaumm GaKkTOpPOB CBepPTbIBAHMA, a TaKKe BCAeACTBME TPOMBOUMTONEHUM WM
TPpOMbacTEHUM 4YacCTO perucTpupyeTca runokoarynsauma. Kpome Toro, y MauUMEHTOB C LMPPO3OM MeyeHu
WUCTOYHMKOM KpOBOTEYEHMA MOryT ObiTb pacliMpeHHble BeHbl MULLEBOAA, FeMoppouAasibHble BeHbl, a Y
nauneHTos ¢ JIAT Ha ¢poHe BIC - paclumpeHHble 6PoHXMaNbHble apTepumn. bonee Toro, pyTMHHOE HasHayeHne HAK
Y NAaUMEHTOB C CUHAPOMOM DM3eHMEHTepPa He OKa3blBa0 CYLLECTBEHHOMO BAMAHUA HA UX BbIXXMBaeMoCTb [155]. B
uenom, HasHadyeHne HAK y naumeHToB ¢ JIAT MOXKeT paccmaTpuBaTbCA TONbKO NPU HANUYUN AOKYMEHTUPOBAHHbIX
apTepuanbHbIX WAM BEHO3HbIX TPOMB030B, OGUBPUANALUMKM/TPENneTaHMA npeacepanid, NPaBOXKeayA0UYKOBOW
cepgeyHon HepgocTaToyHocTM [6, 116, 156]. dddeKkTMBHOCTL M 6E30MaCHOCTb COBMECTHOrO HasHauyeHus
nepopanbHbix HAK y nauneHTos ¢ BUY-nHdpekumeinn, nonyyatowmx BAAPT, nsyueHbl mano.

- PekomeHz0BaHa Tepanua aHTUKOAryAAHTAMM HEMPAMbIMU (aHTaroHMcTamm BuTamuHa K) naumeHTam ¢
WNAT, HacneactseHHown JIAT, JIAl, accouMMpOBaHHOMW C MNPUEMOM NpenapaTtoB As JIeYeHUA OXKUPEHUN
LeHTpanbHOro gencremsa, ana npodunakTnkm Tpombo3o8 1 Tpomboambonuii [6, 116, 148 - 156].

- EOK 1IbC (YO4 3 YYP B)

- PeKomMeHA0BaHO pPaccCMOTPETb BO3MOMKHOCTb Ha3HAYeHWs aHTUKOAryastHTOB HenpsimbiX (aHTAaroHMCToB
BuTammnHa K) naumeHtam c JIAl, accoummpoBaHHoit ¢ C3CT, B MHAMBMAYaNbHOM MOPALKE MPU HaNUYUK
CKNOHHOCTU K Tpombodunum [6, 116, 150 - 154].

- EOK IIbC (YOS, 3 YYP B)

- He pekomeHayeTcA pyTMHHOE HasHauyeHMe aHTUKOAry/AHTOB HEenpAMbIX (aHTAaroHMCTOB BUTAMMHA K) u
NPAMbIX aHTUKOAryAAaHTOB 415 MepopasbHOro NpMema aHTUKOAryNaHToB nauneHTam ¢ JIAT, accoumMmpoBaHHOM ¢
noprtasbHoW runepTeHsmei u BUY-uHdekumeit [6, 116, 156].

- EOK IIC (YA,0, 3 YYP A)

Cpegyn Bcex Hosonornit JIAT MMEHHO Yy MaLMeHTOB C CMHAPOMOM 3Ji3eHMeHrepa Haubonee yacto
obcyKpaercs LenecoobpasHoOCTb Ha3HAYeHUA MHIMBUTOPOB arperaummn TpombounToBs. NMpUYMHON ToMy ABAAIOTCA
3PUTPOLMTO3 C BbICOKMM YPOBHEM remMaToKpuUTa U LepebpoBackynspHble cobbiTUA, KOTopble BCTpeyatoTea B 14%
CNy4aeB M HOCAT MynbTUdaAKTOpPUanbHbIA xapakTep. Mo pesynbTaTam peTpocnekTMBHOro aHaamsa N. Ammash ¢
coaBTopamu (1996) noKasaHO, YTO BbIPAXKEHHOCTb BTOPUYHOIO 3PUTPOLMTO3a He ABAsSNACb GaKTOPOM PUCKa
OCTPOro HapyWweHMs MO3roBOro KpoBOOOpPALLEHUA W TPAH3UTOPHbLIX WMLWEMUYECKMX COObITUIN, TOorga Kak
MUKPOLIMTO3, 06YC/NOBEHHbIN *Kene3oaedUUUTHbIM COCTOSSHUEM Ha ¢OoHe NOBTOPHbIX GieboToMU B aHamHese,
CNYKUT  HE3aBUCMMbIM  NPEAUKTOPOM  PasBUTUA  LepebpoBacKyNApHbIX COObITUIA, Hapady C TakMmMu
TpagMUMOHHbIMU paKTOpamMK PUCKa, KaK apTepuanbHasa runepteHsus n ¢ubpunnaumsa npeacepanin [155, 157].
HecmoTpa Ha otcytctBue PKW, Tepanusa uHrMbutopamm arperaumm TpombouumToB naumeHtam c JIA[ He



pekomeHAayeTCcA B Ka4yecTtBe HaTOFEHeTMHeCKOVI, HO MOXeT NPUMEHATbCA NPU HaINYUU nokasaHumn AnAa nevyeHwmA
COMyTCTBYIOLLEN NAaTONOTUN.

AunypeTtuku

PKMU no npumeHeHuto puypeTnkoB npu JIA[ OTCYTCTBYIOT, OAHAKO K/MHWYECKUI ONbIT MOKasblBaeT
OTYET/INBOE Y/NYYLIEHNE CUMNTOMATMKMU MPU UCMOJIb30BaHWUM MET/EBbIX AUYPETUKOB Yy NALMEHTOB C 3aCTOMHOM
CepAeyHon HeaoCTaToOYHOCTblo. BbibOp, KombuHauMAa AUYPETUKOB, A03MPOBaHWE W cnocob BBeAeHUN
peryanpytoTca Bpavyom, segywmm nauneHtos ¢ JIAl. Mpun ncnonb3oBaHUM NYPETUKOB BAaXXHO MOHUTOPMPOBATL
ypoBeHb cuctemHoro Afl, ypoBeHb 3/1EKTPOJIMTOB, KpeaTUHUHA, MOYEBMHbI KPOBM U TeMaTOKPUT, YTobbl M3bexKaTb
rMNOKa/IMEMUN, TEMOKOHLEHTPALMN U MNPEPEHANIbHOM HEeAO0CTAaTOYHOCTM, BO3HMKAKOWEN MPU  CHUKEHUMU
BHYTpUCOCYyANCTOro obbema Kposu. HegonyctMma TakTMKka GOpPCMPOBAHHOMO Anypesa. B ycnoBusAX BbipaykeHHOM
CUCTEMHOM TMMNOTEH3MM U aHacapKK LenecoobpasHo MUKPOCTPYiMHoe BBeaeHMe dpypocemmnga** nog KoHTposem
cuctemHoro A/l, LeHTpasbHOTO BEHO3HOro AaB/eHUs W NMo4YacoBOro Auypesa. Mpu HaMYUKM NOKa3aHUIA MOXKET
06CyKOaTbCa MNoAAepsKKa KaTexoslaMMHaMKM Mo KOHTPONEM FeMOAMHAMUKM B YC/OBUAX PEeaHMMaLNOHHOrO
otaeneHus. LlenecoobpasHo coyeTaHue neTneBbix AnypeTukos (dypocemma™*, Topacemmng**) ¢ aHTaroHucramm
aNbAoCTepoHa (CNMPOHONAKTOH**, annepeHoH), a NPU BbiPaXKEHHOM 3acToe - C UHTMBUTOpPamM KapboaHrMapasbl
(auetasonamua).

- PekomeHZOBaHa Tepanusa NEeTNEeBbIMU AWYPETUKAMKU naumeHTam ¢ JIT Ans KOPpPeKuMM KAMHUYECKUX
NpPosBJEHUI OTEYHOro CMHApPoMa [6, 116].

-EOKIC (YAA, 5 YYP C)

WHranAaTopHoe BBegeHne KUcnopoaa

M3BecTHO, 4TO BAbIXaHMe Kucnopoaa BepeT K cHuKenuto JICC y nauymeHtoB c JIAl, opHako PKMU,
noateepxaatoLme 61aroTBopHbIN 3PPeKT ANUTENBHOIO UCNOIb30BaHMA KMCA0POAa, OTCYTCTBYHOT. Y NALMEHTOB C
CUHOAPOMOM DM3EeHMEHTrepa A/IMTENIbHbIE WHranfunMnm KUCAOpOAa He MEeHAT ecTecTBeHHoe TeyeHue JIAT.
CyLwiecTBeHHbIM BKNaL B TMNOKCEMUIO MOXKET BHOCUTb COMYTCTBYIOLLAsA NATONOMMSA JIETKUX, afeKBaTHoe fieyeHne
KOTOPOW B COYETAaHUU C KucaopogoTepanmnen 61aronpuaTHO BAUAET Ha TeYEeHUEe U NepeHOCMMOCTb PU3NYECKUX
HarpysokK y naumeHToB c JIAT.

- PekomeHayeTcA NpoBOAUTb WHFaNATOPHOE BBeAEHWe Kucnopoda naumeHTam ¢ JIAT npu cTonMkom
CHUXXEHMM NapLManbHOro AaBEHMA KUCA0POAa B KpoBM meHee 8 KIMa (meHee 60 MM PT. CT.) MM NPU HACBILEHUN
KpOBW Kncnopogom < 91% no gaHHbIM NyibCOKCMMeETpun [6, 116].

-EOK IC (YA, 5 YYP C)

Cepp,el-lele rTMNKO3uAabl U gpyrue cepaedyHo-cocyauctbie npenapartbl

- PeKkomeHayeTcs HasHayeHWe AMroKcMHa** nauymeHTam ¢ JIT gna KOHTPOAS 4acToTbl CepAeyHbIX
COKpalleHui npu dmbpunnauymm npeacepamii [6, 116, 158].

- EOK IB (Y44, 5 YYP C)

- PekomeHayeTcs HasHauyeHWEe agpeHo- W AOMNAMMH-CTUMYAATOPOB M MPOYMX  KAaPAMOTOHUYECKMX
npenapatos (gobytamunu**/ponammu**/HopanuHedpun**) y naumMeHToB C AekomneHcauuen JIAT  wam
TepMuHanbHOl cTaaueit JIA[ B KayecTBe CMMMTOMATMYECKOrO CpeacTBa AR YAY4YLIEHWA COKPaTUTE/bHOM
CNocobHOCTM NPABOro *enyao4uKka U NoALAepsKaHuaA adeKBaTHoro nepdysmoHHoro aasneHus [6, 159, 160].

- EOK IB (VA4 5 YYP C)

Y6egutenbHble AaHHbIe O Nob3e M 6e30NacHOCTU MHIMBUTOPOB aHTMOTEH3MH-NpeBpaLLaowWwero pepmeHTa
(ANd), aHTaroHNCTOB peLenTopoB aHrMoTeH3uMHa |, 6eTa-aapeHob10KaTOpOB AN MBabpaanHa** y naumeHToB ¢
JIAT oTcyTcTBYIOT. BO3MOMHO HasHauyeHMe BbllENepeuyncaeHHbIX KAaccoB MpenapaToB MO MOKasaHMAM Npu



Haan4vymun COI'IyTCTByIOLLI,eVI NnaTo/1I0rnMun, C COoTHEeCeHnem BO3MOMHOMN MOb3bl U noTeHUMaNbHbIX PUCKOB CHNXKEeHUA
cepAevyHoro Bblbpoca, pasBUTUA CUCTEMHOMN TMNOTEH3UM U BpaanKapanu.

- He pekomeHayeTca HasHayaTb naumeHTam c JIAT uHrnbutopbl AlMN®P, aHTAroHMCTbl pPeLLEnTOPOB
aHruoTeH3uHa ll, 6eta-agpeHobaoKaToOpbl AN UBabpaanH** ana neyenus NIAT [6].

- EOK INIC (YOA4 5 YYP C)

AHemua u xenesogednumUTHOE COCTOAHUE

Oednumnt kenesa peructpupyetca y 43% naumentos ¢ WAL, 46% nauymeHTos c JIAT, accoumMmnMpoBaHHOM C
CUCTEMHOM cKkaepoaepmuen, u y 56% naumeHToB ¢ CUHAPOMOM dn3eHMeHrepa [161]. MokasaHo, yto aeduuumt
enesa MOXeT MNpuBecTn K yXyaleHUo nepeHoCUMMOoCTU d)VIBVI‘-IeCKVIX Harpysok W1, BepPOATHO, NOBbIWEHUIO
CMEePTHOCTU HE3ABUCUMO OT TAXKECTU aHEMUN.

- PekomeHAayeTCA NPOBOAMTL KOPPEKLMIO AeduumuTa Kenesa u nedyeHne aHemuu y naumeHtos ¢ JII ans
NPodMNAKTUKKN NpOorpeccupoBaHma 3abonesanHus [6, 116, 161].

- EOK IIbC (YAA 5 YYP C)

HapyweHusa putma

Y naymeHToB ¢ JIAT npeobaagatoT cynpaBeHTPUKYASPHbIE TaXMKapaun n dubpuanaumsa npeacepann [162].
MossneHne GpubpunnaumMm/TpeneTaHna npeacepamii CoNPoBOMKAAETCA YXYAWEHNEM KAMHUYECKOTO COCTOAHMSA,
nosABNeHNEM NPU3HAKOB NPABOXKENYA0UYKOBON CepAeyHOl Heg0CTaTOYHOCTU U aCCOLMMPOBAHO C YBEANYEHUEM
pucKa netanbHoctM B 1,75 pasa (95% AU 1,1 - 3,0; p = 0,042). BoccTaHOBAEHME CUHYCOBOrO PUTMA NPUBOAUT He
TONBbKO K Y/AYYLWEHUIO KAMHWYECKOTO COCTOAHWA, CHUXeHUto ypoBHA NT-pro-BNP, HO u BegeT K CHUXeHUIo
netanbHoctn [53]. MeToabl BOCCTAaHOBAEHWMA CMHYCOBOINO PUTMA 3aBMCAT OT XapaKTepa HapyleHWn puTma v
KAMHUYECKOTO COCTOAHUA 6osbHOro. B 6O/MbLWKMHCTBE C/ly4aeB MaLMeHTam C TpeneTaHWEM nNpeacepaui
BbINOJIHAETCA KaTeTepHaa paamodvactoTHaa abnauma (PYA) KaBOTPMKYCNMAANBHOIO UCTMYCA UAUM MoanbUKaumA
aTPUOBEHTPUKYNAPHOrO COEAMHEHUA NPU NAPOKCUM3MANIbHOW peuunpokHoin AB-ysnosol Taxukapauu. Mpwu
HecTabunbHOM remoguHaMUKe M HeobXO4MMOCTU SKCTPEHHOro BOCCTAHOB/IEHMA CUHYCOBOTO PUTMA MOMKET
BbIMO/IHATLCA CBEPXYACTAsA CTUMYNALMA, SNEKTPUYECKAA U MEANKAMEHTO3HAA KapamoBepcus, ocobeHHOo B cayyae
dnbpunnaumm npeacepanin. PYA nerouHbix BeH npu dubpunnsumm npeacepauii y naumeHtoB c JIAT He
BbINosiHAeTCA. MaumeHTbl nocne ycnewHo BbiMOAHEHHOW PYA 0OblYHO He HYXKAATCA B aHTUAPUTMUYECKOWN
Tepanuu, Torga Kak npu Bblibope ApyrMX MeTOA0B BOCCTAHOBNEHWS CUMHYCOBOMO PUTMA HasHavaeTcA
npoTuBOpeunamBHasa Tepanua ammuogapoHom™** [53, 116]. MpM HEBO3MOXKHOCTU BOCCTAHOB/IEHUA CUHYCOBOIO
pPUTMa Ha3Ha4aloT PUTM-ypeEXKatoLLyo Tepanuio.

- PekomeHA0BaHO BOCCTAaHOB/NEHME CMHYCOBOrO pUTMa AAA NPOPUNAKTUKM YyXYALWEHMA KAUHUYECKOro
COCTOAHMA NauueHTam c JIAT npu pasBUTUKN TpeneTaHUAa npeacepanii, B TOM YMC/Ie U C NOMOLLbIO KaTeTepHOoW
paguoyacTtoTHoM abnauum [53, 116].

- EOK IlaC (YA, 4 YYP C)

- PeKomeHA0BaHa CTpaTerns KOHTPOAA PUTMA ANA NPOPUNAKTUKM YXYALIEHUA KNAMHUYECKOro COCTOSHMSA
nauneHTam c JIAT npu passutun GubpUANALMKN Npeacepamnin, B TOM YMCAE C UCMOb30BAaHNEM 3/1EKTPUYECKOM
KapAMoBepCcumn 1 NOCAeAYOLWMM HasHaYeHnem Tepanum ammogapoHom** [53, 116].

- EOK et (YA4,4 YYP C)

3.2.2 Cneunduyeckan repanua

CoBpemeHHaa cneunduyeckana Tepanua JIA[ ocHOBaHa Ha NpPeACTaBleHUMM O POAWU 3SHAOTENMANbHOM
ANCOYHKUMM B pemMoaenvpoBaHUM NEero4Hoi aptepuu. [eicTBue TapreTHoW Tepanuu cBsA3aHO c 6/10Kagoi
peLenTopoB Ba3sOKOHCTPUKTOPHbIX CyOCTaHUMIM U CTUMYAALMEN OCHOBHbIX MyTel, onocpeaoBaHHbIX MOLLHbIMK



BasoAunaTtatopamm, Takmumm Kak NO 1 npocTaumkamH. B HacTosAwee Bpems cneunduyeckasa Tepanma BKAOYaeT 6
OCHOBHbIX K/1aCCOB /IEKAPCTBEHHbIX MPEnapaTos, AOKa3aBlKUX cBO 3PpPeKTMBHOCTb Yy naumeHToB c JIAT u
0A06pPEHHbIX K MPUMEHEHUIO.

3.2.2.1 bnokatopbl "MepaneHHbIX" KanbLMeBblX KAHANO0B

Tepanua BKK npogemoHcTpnpoBasa cBoto 3pPeKTUBHOCTb Y O4eHb HebobLWONM rpynnbl naumneHToB ¢ JIAT
6e3 K/IMHUKK NpPaBOXKEeNYAOYKOBON CEpAeyYHOM HenoCTaToOMHOCTM, a WMeHHo, Yy nauuneHTtoB ¢  WAT,
HacneacteeHHon JIAT wu  JIA[, accouMMpPOBaHHOM C MNPUEMOM JIeKAPCTBEHHbIX MPenapaToB, MMELWMX
NONOMUTENbHbIA Ba3opeaKTUBHbIN TecT ("'BasopecnoHaepos”) [147, 163]. K cokaneHuio, nauueHTbl, AAUTENbHO
oTBevatowme Ha Tepanuio BKK, BcTpevaloTcs KpanHe peako u TpebyloT npucTanbHOro HabawogeHus ans
CBOEBPEMEHHOro nepesBosa Ha Apyrve npenapaTtbl cneunduyeckon Tepanuu. Boibop BKK 3aBucnT ot ncxogHom
YacToTbl CEPAEYHbIX COKPALLEHNI MU HAaNUUUA CONYTCTBYIOLLEN apTepuanbHOM rMNepTeH3NM: MPU CKIOHHOCTU K
CMHYCOBOM TaxMKapAMM MOMKHO HasHauuTb AunTMasem**, a nauMeHTam C COMyTCTBYHOLWEN apTepuasbHOMN
rMnepTeH3snen - amaoaunuH** nan Hupegunuu**. Bepanammn** He pekomeHAyeTcAa NPUMEHATL Y NALMEHTOB C
NAT B CBA3M C HanuMuMem OTPULATENBHOrO MHOTPONHOro apdeKkta. Tepanuto BEKK HauMHaOT ¢ MUHMMABbHOM
[O3MPOBKKN, MOCTENEHHO YBE/NMYMBAA L03UPOBKY OO0 MaAKCMMalibHO MEePEeHOCMMON, YYUTbIBas BO3MOXKHYHO
CUCTEMHYIO TMMOTEH3MIO U OTEYHbIN cuHApoMm (Tabn. 10).

Yepes 3 - 4 mecaua oT Hayana Tepanuu BKK nauneHTbl € NONOMKUTENbHbIM Ba3OPEAKTUBHLIM TECTOM
OO/KHbI AOCTUIHYTb NOKasaTesieil HU3KOM 30Hbl PUCKA NEeTasibHOCTM U MPAKTUYECKM MOJIHOWM HOpMaauMsaumu
nokasartenen remoanHammku, sepuounumnposaHHoin YBKC. Mpu yTpaTe NON0KUTENBHOIO Ba30PEAKTUBHOIO OTBETA
B0 Bpems npobbl ¢ NO, nnonpoctom Bo Bpemsa YBKC, a Takke npu HegocTuxkeHun | - 1| ®K JIAT (BO3) Ha ¢doHe
Tepanun BbICOKMMKM fo3amu BKK nokasaHa Mx oTmeHa M 3aMeHa WX Ha Apyrue npenapatbl, cneuuduyecku
Bo3gencTaytowme Ha cocyabl MKK, c yyeTom cTpaTudMKaLMmM pUCKa NeTaIbHOCTMU.

- PekomeHpgyeTca HasHayaTb Tepanuio 610KaTopamm "MmeaneHHbIX" Ka/bLMeBbIX KaHaN0B B BbICOKMX 4,03aX
ana nedenus naumeHTtoB ¢ WUNAT, HacneacTtseHHon JIAT, JIAT, accoumMmMpoBaHHOM C MPUEMOM NeKapCTBEHHbIX
npenapaTos, TO/IbKO NPU HaZIMYMM NONOKMTEIbHOIO Ba30peakTMBHOro TecTa [6, 146, 147, 163].

-EOK IC (Y44 3 YYP B)

- He pekomeHayeTca HasHauyaTb Tepanuto BKK ana neyenuns naumeHtoB c UAT, HacneactseHHol JIAT m
NIAT, accoummpoBaHHOW C NPUEMOM JIEKAPCTBEHHbIX NpenapaTtoB, MNPW HEBO3MOXHOCTU MNPOBEAEHUA WU
oTpuLaTe/IbHOM Ba3opeakTMBHOM TecTe [6, 147].

- EOK NIC (YOA4, 5 YYP C)

- He pekomeHayeTca HasHayaTb Tepanuio BKK ans neyeHna naumeHTOB C acCOUMMPOBAHHLIMKU GopMamm
JIAT Npw OTCYTCTBMM CUCTEMHOW TMNEPTEH3UUN U APYIMX NOKa3aHUI K Ha3HaYeHMIo 3TOro Kaacca npenapartos [6].

- EOK IIC (Y44, 5 YYP C)

- PekomeHZ0BaHO MNpPoOBOAMTL KOMMJEKCHoe obcnepoBaHue, BkAodaa YBKC, ana noateepaeHus
addpektTnBHocTn Tepanun BKK nauymeHtam c UJAT, HacnhepcteeHHoM JIAT n J1AT, accoummMpoBaHHOM C NpUemMom
NIeKAPCTBEHHbIX NPENapaToB, MMEHLLMM MOJIOXKMUTE/IbHbIM Ba30PEaKTUBHbIN TeCT, Kaxable 3 - 4 mecAua OT Havana
Tepanuu [6].

- EOK IC (Y44, 2 YYP A)

- PekomeHpoBaHa cBoeBpemeHHan 3ameHa Tepanun BKK Ha apyrue Knaccbl cneunduyecknx npenapatos B
cnyyae yTtpatbl ee addekTMBHOCTM y naumeHToB ¢ WJIAT, HacneactseHHoi JIAT wn JIAT, accoummpoBaHHOM C
npuUemMom siekapCcTBEHHbIX Npenapatos [6, 9, 10, 147].

- EOK IC (YA, 5 YYP C)



- PekomeHayeTca NpoAo/iKUTb Tepanuio BblICOKMMKU ao3amu BKK naumeHtam ¢ UNAT, HacnheactseHHom JIAT
n JNAT, accoummnpoBaHHOM C NPMEMOM JIEKAPCTBEHHbIX NPENapaToB, MMEOLWMM NOKa3aTe M reMogMHaMUKK, No
AaHHbIMm YBKC, 6/11M3KMe K HOpMaibHbIM 3HaYeHUAM npu aoctuxkeHuu | - 11 ©K (BO3) [9, 10, 147].

-EOK IC (YA, 5 YYP C)

- PekomeHayeTcs HayaTb cneuudUYecKyto Tepanuio npenapatamu Apyrux Kaaccos nauueHtam Il - IV &K
(BO3) wmnnM nauMeHTam, He UMEWMX 3HAYMMOTO YIYYLEHUA TreMoAMHAMWMKKU (T.e. NPU  HeaoCTUNKEHUU
remogMHaMMYecKmx nokasartenen, 61M3KMxX K Hopme) Ha doHe Tepanum Bbicokumm gosamu BKK [9, 10, 147].

-EOKIC (YAA 5 YYP C)

3.2.2.2 UnonpocCT MHranALNOHHbIM

OavH 3 nyTel natoreHesa JIAl cBA3aH C HapyLLeHWEM CMHTE3a MOLLHOM Ba3o4uMAaTMpYoLLen cybCcTaHLmm
NPOCTaLMKANHA, KOTOPbIM 06/1a4aeT LUTOMNPOTEKTOPHBIM, aHTUNPOANPEPATUBHbLIM, NPOTUBOBOCNANUTENbHBIM U
MHIMBUpyloWwmMMm arperaymto  TpomboumtoB adpdekTom. [eicTBMe nNpoOCTAUMKAMHA peanmsyeTca 4depes
cneunduyeckme  peuenTopbl,  KOTOpble  MNPUMBOOAT K YBE/IMYEHUIOD  NPOAYKLUMU  LMKANYECKOro
ageHo3nHmoHodochaTa. B KAMHUYECKOW MPaKTUKe ANA KOppeKumn aeduumta NpocTauMKAMHA NPUMEHSAoTCA
CUHTEeTMYECKMe aHanorn npoctaumnuHa (ATX - BO1AC, aHTMarperaHTbl, Kpome renapuHa). B Poccuiickoi
depepaumm 13 sToM rpynnbl 3aperncTpPUpPoBaH TONbKO NPenapaTt UAOMNPOCT, KOTOPbIA NPUMeHAETCA B cpegHem 6 -
9 pas B CyTKM C MOMOLLbBIO Y/AbTPA3BYKOBOro Hebynansepa B [,03e, SKBUBANEHTHOW COAEp)KaHUIo 2,5 - 5 MKr
npenapata Ha YpPOBHEe a/lbBeoa, B pamMKax KOMOBWHMpoBaHHOM creuuduyeckon Tepanun. IdPEKTUBHOCTb
WMHFaNALMOHHOIO MA0NPOCTa OLEeHMBAMACk B KpaTKkocpouHom PKU AIR-1y naumeHToB ¢ JIAT 1 HeonepabenbHbIMM
dopmamm XTINT c Il - IV K (NYHA) [164]. Ha doHe Tepanmm naonpocTom 0TMEYanochb A0CTOBEPHOE yyylleHue
rnokasaTenen reMoANHAMUKM, yBENNUYEHNE TONEPAHTHOCTU K PU3NYECKOM HarpysKe u cHuKeHne OK JIAT. OgHako
ANVUTENbHAA MOHOTEpanua W/AOMPOCTOM He TMpuBena K Y/AyYlEeHUIO MoKasaTeneil BbIXKMBAEMOCTU U
3aboneBaemoctn [165]. [ostomy B HacToslee Bpems MNONPOCT MNPUMEHAETCA TO/MbKO B COCTaBe
KOMBMHUPOBaAHHOM cneundmryeckon Tepanmm B A4ONOJHEHUE K NepopasibHbIM Npenapatam [166, 167, 168, 169]. K
no6o4HbIM 3pdeKTam OTHOCATCA rONOBHbIE 6ON, NPUAMBLI U 60N B HUXKHEW YentocT. Kpome Toro, y nauueHToB
€ 6POHX006CTPYKTUBHBIM CUHAPOMOM Ha GOHE MHIANALMA UAOMPOCTA MOXKET YCUIUTLCA PEAKTUBHOCTb BEPXHUX
AbIXaTeNbHbIX MyTEN WU NOABUTBLCA Kawenb. MnonpocT ob6nagaeT BblparkeHHbIM Ae3arperaHTHbiM 3ddeKkTom,
No3TOMY €ro NPUMeHeHue y NaLUEHTOB C KPOBOTEYEHMEM MPOTUBOMOKA3aHO.

- PeKkomeHayeTca NpUMeHATb MAOMPOCT B MHranAuMoHHON dopme ansa nederHus naumeHtos |l K (BO3) c
WNAT, HacnepcteeHHoi NIAT, JIAT scneacteue C3CT, JIAT Ha ¢doHe npuema NEKapCTBEHHbIX MPenapaToB U
HeonepabenbHon XTI/I [6, 164 - 169].

- EOK IB (YA/, 2 YYP B)

3.2.2.3 AHTMruUNepTeH3uBHbIe CPeACTBA ANA NleYeHUA JIerOYHOW apTepuanbHoi runepteHsum CO2KX,
OoTHOocAwMeca K IPA

3HpoTenuH-1 - 3To nenTua, BbipabaTbiBalOWMACA 3SHAOTENAMANbHBIMU KNETKAMMU, AENCTBME KOTOPOro
peanusyetrca uYepe3 cneumduyeckne peuentopbl aByx TmnoB ETa wn  ETg, KOTOpble 3KcnpeccupytoTca
NPeMMYLLLECTBEHHO Ha FNMAAKOMbILEYHbIX KIETKax COCYA0B, U B MeHbLLEN cTeneHn Ha ¢pmbpobaactax. DIHAOTENNH-
1, onocpepoBaHHO 4yepe3 ETa-peuentopbl, Bbi3biBAeT BA3OKOHCTPUKUMIO M Npoandepaumto ragKoMblLLeYHbIX
KNETOK COCYA0B, @ TaKKe aKTUBALMIO CMHTe3a OenKoB BHEKNETOYHOro MaTpuKkca ¢ubpobnactamu. HanpoTtus,
Bo3gencTeya Ha ETg-peuentopbl Ha 3HAOTENNAJBHBIX KAETKax, ONocpeaoBaHHO Yepes yBeanvyeHne npoayKLnu
NO ¥ npocTauMkavMHa, 3HAOTENMH-1 cTUMyaupyeT Basoamnataumto. MogobHbi ¢deHomeH ner B OCHOBY
pa3paboTkm IPA c cenektuBHOl 6nokagoi ETa-peuentopoB. Bmecte ¢ Tem, M36bITouHaa ctumynauuma ETe-
peuenTopoB B YCNOBUAX TUNEPNpoayKuMM 3SHAOTENNHA-1 NPUBOAUT K CHUMNKEHUID WX aAKTUBHOCTU Ha
SHAOTENMANbHBIX KNETKAX M YBE/NMYEHUIO Ha [NaAKOMbIWEYHbIX KAeTKax W ¢ubpobnactax, uTo CAYKUT
AOMNONHUTENbHBIM OCHOBAHWEM 0OCY)KAaTb HeCceNeKTUBHY 610Kady 3HAO0TEeNMHOBLIX peuentopos [170].
Cneundunueckas 6nokaga ETa-peuentopoB cnocobHa aKTMBMPOBATb PEHWH-AHTMOTEH3MHOBYIO CUCTEMY, 4TO



NOTEHLUMA/IbHO MOXKET MNPUBOAUTL K PasBUTUIO OTEYHOro CUMHAPOMA. B page KAMHUYECKUX UccnenoBaHUin
NOKa3aHo, YTO NOBbILIEHWE MIa3MEHHOrO YPOBHA 3HAOTENIMHA-1 U yBEe/IMYEHNE ero SKCNPEeCCUM B TKaHWU Nerkux
KoppenupyeT c Taxectbto JIAI [171]. Ecan yyectb, uyTo Ao 80% cuHTE3Npyemoro sHAoTennHa-1 octaerca B
cocyamcToit cTeHKe u Tonbko 20% nonagaeT B KPOBOTOK, TO OYEBWMAHbIM CTAHOBUTCA HeObBXOAMMOCTb
npumeHeHuns dPA, obnagatowmx BbICOKOM TKaHecneumdpuuHocTblo. B Poccuiickoit Peaepaunm ana nedenua JIAT
ofobpeHbl cneaywoume 3IPA: HecenekTMBHbIA IPA-npenapaT 6o03eHTaH**, cenekTmsHbIA ETa-peuentopos
aHTaroHUCT npenapat ambpuseHTaH** n TKaHecneuNPUUHbIA HeceNneKTUBHbIN DPA-npenapat maunutTeHTaH**. IPA
061a4at0T renaToTOKCMYHbIM 3G HEKTOM, KOTOPbI B HanbonbLUIe CTeNeHM NPoABAseTcsa y npenapaTta 603eHTaH**
(10 - 13%), uto TpebyeT exkemeca4yHOro KoHTpons yposHa ACT, A/IT B cbiBOPOTKe Kposu. Ha ¢poHe Tepanum IPA
BO3MOXHO CHUMKEHWE YpPOBHA remornobuHa. MosTomy [0 Hayana Tepanum M B OajibHelwem B Xoae
OMHaMUYecKoro HabAloaeHUA pPeKoMeHAYeTcA KOHTPO/b K/AMHMYECKOrO aHanmMsa Kposwu. CpaBHUTENbHaA
dbapmakoguHammuyeckaa M apMaKOKMHETUYECKaa XapaKTepucTuka DPA, a TakkKe ChNeKTp HexenaTesbHbIX
ABNEHW, CBA3AHHbBIX C UX NPUEMOM, NpeacTaBneHa B Tabauue 11 (MpunoxeHune A3) [172].

Ambpu3eHTaH** - HecynbGOHAMUAHDIN, CeNeKTUBHbIM aHTaroHUcT peLenTopos T4,
NPOAEMOHCTPUPOBABLLUMNIA CBOO 3dPEKTUBHOCTL M 6e30MacHOCTb B ABYX Nnauebo-kKoHTpoampyembix PKU ARIES-1
(n=202) u ARIES-2 (n = 192) [173, 174, 175]. B o6a PKU BKAOYanucb nauMeHTbl B Bo3pacTte cTaplue 18 net c JIAT
pa3nnyHoit atnonormm (UNAT, JIAT, accoummpoBaHHas C MPUEMOM MpPenapaToB ANA JeYEHUS OKUPEHUs
ueHTpanbHoro aencrtems, JIAM-C3CT u JIAT-BMY). BonbluMHCTBO NauneHToB Haxogauauce Bo Il ®K (ARIES-1: 32%;
ARIES-2: 45%) nnum Ill ©K (ARIES-1: 58%; ARIES-2: 52%), c Hebonbluoit gonent ®K | (ARIES-1: 2,5%; ARIES-2: 1,5%) un
®K IV (ARIES-1: 7%; ARIES-2: 2%). CpeaHuit nnauebo-KoppuUrMpoBaHHbIA NPUPOCT AucTaHuuu B TLUX K 12-i
Hedene nedyeHua (NepBMYHan KoHeyHas TodKa) B ARIES-1 coctasun +31 m (p = 0,008) u +51 m (p = 0,001) B
rpynnax nedenua 5 mr n 10 mr, cootBeTcTBeHHO; B ARIES-2 +32 m (p = 0,02) n +59 m (p = 0,001) B rpynnax neyeHus
2,5 mr u 5 mr ambpuseHtaHa**, cootrseTctBeHHO. Y 280 nauMeHTOB, 3aBeplMBLWINX 48 HeaeNb MOHOTepanuu
ambpuseHTaHOM™**, yiyylieHne guctaHumm npoxoxaeHua B TLLUX coctaBmio +39 M No cpaBHEHMUIO C UCXOAHOM. B
3-x rpynnax pasanyHbIX 4030BbIX peXXUMoB Tepanum npupoct TLUX Bapbmposan oT +31 go +59 m. B cpaBHeHumn ¢
nnauebo ambpuseHTaH** He BAMAN Ha PUCK Pa3BUTMA paTasbHOro MCxoaa UM NoTpebHOCTb B rocnuTanmsaLmm
[174]. Takum obpasom, B PKU noateep:kaeHa 3ppeKTUBHOCTb ambpuseHTaHa** pgna naumeHtoB c UJAT,
HacneacTteeHHol JIAT, IAT, accoummnpoBaHHoi ¢ C3CT, umetowmx Il - Il @K (BO3). OpobpeHbl K NPUMEHEHUIO
£03bl 5 Mr 1 10 mr 1 pa3s B cyTKK. YacToTa nosblweHMa TpaHcaMnHas B PKU Bapbuposana ot 0,8 go 3% [172, 176].
Of4HaAKo B KpynHenwem MNOCTMAapKETMHIOBOM OTKPbITOM MPOCNEKTUBHOM HabaofaTelbHOM MHOFOLLEHTPOBOM
nccnegoBaHum (115 yeHTpos u3 15 ctpaH mupa) VOLibris Tracking Study ¢ BkntoueHmnem 999 naumeHTtos ¢ JIAT |l -
Il ®K (238 naumeHToB ¢ JIAT-C3CT; 220 nauueHToB c JIAT, paHee He MO/y4YaBLIMX TEpPanuio) 3a NEpMoA C UIOHS
2008 r. mo man 2011 r. NOBbIWEHWE YPOBHA TpaHCaMMHa3 6Gonee 3 OT BepXHEM rpaHULbl HOPMbI
3apernctpmposaHo c Yactotoit 0,02 naumeHTa/roa (95% AW 0,015 - 0,027), uTo cocTaBnseT He 6onee 1,5% B roa.
Hapsaay c 3Tum, y 25% naumeHToB 0TMe4Yanoch noasaeHne nepmdepmnyecknx oTekos/3agepKKa Kuakoctn n y 14%
aHemuna [177]. Npu aHanmse gaHHbix PKM ARIES-1 n ARIES-2 oKasanocb, YTO NauMeHTbl, Yy KOTOpbIX Ha ¢oHe
npuema ambpuseHTaHa** nossnanucb nepudepunyeckne otTeku, ObIINM NCXOAHO CTapLle, UMenn 6osee BbICOKUI
®K NNAT 1 n3bbITOYHYO Maccy Tena [178].

- PekomeH[0BaHO HasHayeHue ambpuseHTaHa** naumeHtam ¢ JIAT Ana yaydlweHWs NepeHOCMMOCTU
dU3MYECKOo Harpy3Kkn 1 3ameaieHMA NPOrpeccMpoBaHuns KIMHUYECKMX cuMnTomos [6, 147, 173 - 175].

-EOK IA (YOA4 2 YYP B) ana nauymeHTos Il - [l ®K
- EOK lIbC (Y44 3 YYP B) ansa naupnenTtos IV OK

BoseHTaH** - HeceneKTUBHbIN NpenapaT, 6A0KMpYOLWNIA peuenTopbl AByX TMNOB ETa 1 ETs, n3yyeH B 6 PKU
(Study-351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y nauneHTOB C pa3HO0O6pa3HOMN 3TMOIOTUEN
NAT (MWNAT, NAT-C3CT, cuHgpom diseHmeHrepa). Ha ¢oHe npuema 603eHTaHa** oTmeuanocb AocToBepHoe
yBE/IMYEHME TONEPAHTHOCTU K GU3NYECKON HArpysKe, yaydlleHne reMmoaMHaMUYECKMX U IXOKapanorpadmyeckmnx
napameTtpos, cHUKeHue PK JIAT n yBenndyeHne BpeMEHN A0 KIMHUYECKOTO YXYALWEHNA NO CPaBHEHMIO € NaaLebo
[179, 180, 181, 182]. B nunoTHOM 12-Heae/lbHOM UCCNeA0BaHUKN, B KOTOpoe BKAoYeHbl 32 nauueHTa Il - IV ®K
(BO3) ¢ UNAT wn NAT-C3CT, nnauebo-KoppuUrMpoBaHHbIA NpupocT auctaHuuu B TLIX B rpynne 6o3eHTaHa**
coctaBun +76 m (95% OMU, 12 - 139; p = 0,021) [179]. B PKMU BREATHE-1 (n = 213) B rpynne nauueHtos ¢ UJIAT n



JNIAT-C3CT, nonyyaBlwmx 603eHTaH** B TeyeHMe 12 Heaenb, 3aPErMCTPMPOBAH NPUPOCT AUcTaHUMK B TLUX +44 m
no cpaBHeHUIo ¢ rpynnoi naauebo (95% AN, 21 - 67 m; p = 0,001). B PKU BREATHE-5 y nauyeHTOB C CUHAPOMOM
dinzeHmeHrepa lll K (BO3) Tepanus 6o3eHTaHOM** B TeyeHMe 16 HeaeNb NPUBOAUNE K CHUMKEHUIO MHaeKca JICC
Ha - 472 ann/cek/cm® (p = 0,04), cpegHero AJ1A Ha - 5,5 mm pT. cT. (p = 0,04) n yseanuenuio auctadumm 8 TLUX Ha
+53,1 m no cpaBHeHuto c rpynnoi nnauebo (p = 0,008) [182]. B PKU EARLY, B KoTopom 3¢dHEKTUBHOCTb
6o3eHTaHa** oueHmBanacb y naumnentos ¢ JIAT ®K Il (BO3) (UNAT, HacneacteeHHol JIAT, IAT-C3CT, JIAT-BUM,
NAT, accouumMpoBaHHOM C NpPUeMOM MNpenapaToB AN NeYeHUs OXUpPeHUsa LeHTpanbHoro aerictema, JIAT-BMC),
OTMeYanocb AO0CTOBEpPHOE yayylleHne reMoANHaMUKK, YBEIMYEeHUe BpeMeHn A0 yxyalweHua TedeHna JIAT. Mpu
OLLeHKe reMmoaMHaMUYecKMx NnapameTpoB Yepes 6 mec nedeHuns Habatoaanochb cHuxKeHme JICC - 22,6% (95% MU, -
33,5 - 10,0) 1 pucKa KNUHMYecKoro yxyaweHus - 77% (p = 0,01). NMnauebo-KoppuUrnpoBaHHbIA MPUPOCT AUCTAHLUK
B8 TWX B rpynne 6o3eHTaHa** coctasun +19 m (95% AW, - 33,6 - 10,0; p = 0,07) [181]. AonrocpoyHas
abdeKTMBHOCTL MoOHOTepanun 6o3eHTaHOM™** y  nauweHtoB ¢ W/IA[ noaTeBep)KAeHa B OTKPbITOM
Hab/logaTeNbHOM MUCCNed0BaHMM, B KOTOPOM BbIXKMBAaEMOCTb NaLUUeHToB coctasuaa 92%, 89%, 79% B TeueHue 1,
2 1 3 NeT No CpPaBHEHUIO C UCTOPUYECKOW BbliKMBaemocTbto B pernctpe NIH: 71%, 61%, 51%, cooTBETCTBEHHO
[183].

CrtapToBas A03upoBKa 6o3eHTaHa** y B3pocabix cocTaBnfeT 62,5 Mr gBaxabl B CyTKM C Nocieayowmm
yBenmyeHmem Ao3bl Ao 125 mr aga pasa B AeHb. YUMTbIBAA BblParKeHHbI renaToTOKCUMYECKUin apdekTt, npm
Ha3HayeHMn 603eHTaHa** pekomeHAyeTCA eXeMeCAYHbI KOHTPOJ/Ib 33 YpOBHEM TPaAHCAaMMHA3 B CbIBOPOTKe
KpoBu. B KayecTBe Hambonee BEpPOATHOINO MeXaHM3Ma MOBbIWEHUA NEeYEeHOUYHbIX GEepPMEHTOB pPaccMaTpPUBAOT
WMHIMOMpPOBAHWE TPaHCMOPTa KenuyHbix coneit [184]. OAHAKO NOBbIWEHWE YPOBHA TpPaHCAMMHA3 HOCUT
[,0303aBUCMMbIA M 0OPaTUMbIV XapaKTep Nocie YMeHbLUeHUA A03bl AW OTMeHbl NpenapaTa. Ha ¢oHe npuema
603eHTaHa** MOXKeT CHMXKATbCA YpPOBEHb remornobuHa, BO3HWMKATL 334eprKKa XKUAKOCTM, nepudepuyeckune
oTekn. Kpome Toro, ana 603eHTaHa™™* xapakTepeH LUMPOKUIN CNEKTP MEeX/NEKApCTBEHHbIX B3aMMOLENCTBUNA C
npenapaTtamm, KOTopblie MeTaboM3MPYOTCA B MEYEHM € y4acTMem cuctemol umtoxpomos CYP3A4 n CYP2C9 (Taba.
12).

Ha d¢oHe npuema 6o03eHTaHa** cHMKaeTcd 3PPEKTUBHOCTb KOMOUHMPOBAHHOW NepopasibHOM
KOHTpaUenumMn, MO3TOMYy PEKOMEHAYeTCs MCNo/ab30BaTb [ABOWHbIE MeToAbl KOHTpauenuuu. CoBmecTHoe
MCNoNb3oBaHWe 6o3eHTaHa** u cungeHadmna conpoBOKAAETCA CHUMKEHMEM KOHUEHTpaLMM cungeHaduna Ha
50% 1 yBennyeHnem KoHUeHTpauun 6o3eHTaHa** Ha 50% u, COOTBETCTBEHHO, BO3PACTaHUEM renaTOTOKCUYHOCTH,
KOTOpas AoCTuUrana npakTnieckn 22% B nccnegosaHmm COMPASS-2 [185].

- PekomeHA0BaHO HasHayeHWe 6o3eHTaHa™** naymeHTam ¢ UNAT, NNAT Ha dpoHe C3CT, 601bHbIM CUHAPOMOM
J3eHMeHrepa NS yay4dleHus nepeHocMMOoCcTU GUBUYECKUX HAarpysoK U CHUMKEHWS 4acToTbl FOCMUTAIM3aLUMN,
CBAI3aHHbIX C OCHOBHbIM 3abonesaHuem [6, 147, 179 - 183].

-EOK IA (YOA4 2 YYP B) ana nauymeHTos Il - [l ®K
- EOK lIbC (Y44, 3 YYP B) ansa naumnenTtos IV OK

- PekomeHAyeTcs MCNONb30BaTb ABOMHOW METOA KOHTpauenuum Ha ¢oHe npuema 6o3eHTaHa** ans
npeaynpexaeHna HexenaTebHon 6epemeHHocTH [6, 280, 287].

- EOK et (YA4,5 YYP C)

MauuteHTaH** - HeceneKkTMBHbIN IPA ¢ BbICOKOM CNOCOBHOCTbIO NPOHMKHOBEHMA B TKaHW [186]. B oTanume
OT paHee npoBogMmbix PKMN addeKkTMBHOCTL M 6e30MacHOCTb MauuTeHTaHa** oueHnBanacb ¢ UCMOb30BaHMEM
KOMOWHWPOBAHHOW KOHEYHOM TOUKM, BK/HOYAIOLLLEN BPEMA 40 HACTYN/IeHUA NepBoro cobbiTusA, cBA3aHHoro ¢ JIAT
(yxyaweHue TevyeHus 3abosieBaHWUs, aTPUOCENTOCTOMMSA, TPAHCMNAHTALMA JIETKUX, HAa3HAYEHWE BHYTPUBEHHbIX
WU NOAKOXHbIX CUHTETUYECKMX aHaoroB npoctauunkamHa (ATX - BO1AC, aHTHarperaHTbl, KpoMe renapuHa), uam
CMepTb OT 0ObIX MPUYUH. B AnuTenbHoe MHOrOLEHTPOBOE ABOWHOE c/enoe nauebo-KoHTposimpyemoe
nccnegosaHme SERAPHIN ¢ megumaHol npogosxkutenoHoctv 115 Hegenb BKAOYeHO 742 naumeHTa,
paHAOMM3NPOBaHHbIX B COOTHOWeHnn 1:1:1 B rpynny nnauebo, rpynny mauuteHTaHa** B gose 3 mr/cyTku u
rpynny mauuteHtaHa** B gose 10 mr/cyTku. MoKasaHo, YTO HasHaYyeHWe maumuTeHTaHa** B gosax 3 mr (OP 0,70;



97,5% OWU, 0,52 - 0,96; p = 0,01) n 10 mr (OP 0,55; 97,5% AU, 0,39 - 0,76; p = 0,001) B cpaBHeHUU ¢ Naauebo
CcnocobcTBOBANO CHUMKEHUIO PUCKA 3abosieBaemocTu U cmepTHOCTM npu JIAT Ha 30% n 45%, cooTBeTCTBEHHO [187,
188]. 2pdeKT Tepanum He 3aBUCEN OT TOro, NOoAy4Yanu An 60/bHblE UCXOAHO COMYTCTBYHOLLYIO crieundmnyeckyto
Tepanuio UO3-5, nepopanbHbIMU UAU UHFANALMUOHHBIMU CUHTETUYECKMMWU aHanoramu npoctaumkanHa (ATX -
BO1AC, aHTMarperaHTbl, Kpome renapuHa). K 6-my mecauy HabntogeHus B rpynne nnayebo gucraHuma B TLUX
yMeHbluMaacb Ha 9,4 M, Toraa Kak B rpynnax JieyeHns maumteHTaHom** nnauebo-KoppurMpoBaHHbIA NpUpocT
AUCTaHuMK cocTaBun +16,8 m (97,5% AU, 2,7 - 3,4; p = 0,01) npu Ha3HaveHMn A03bl B 3 Mr 1 +22,0 m (97,5% AN,
3,2 - 40,8; p = 0,008) npu HasHayeHnn 10 mr. DK yayywmnca K 6-my mecawy e4eHus no CPaBHEHMUIO C UCXOAHbIM
y 13% naumeHToB B rpynne naauebo, 20% - B rpynne mauuteHtaHa** 3 mr (p = 0,04) u 22% - 8 rpynne 10 mr (p =
0,006). Mo cpaBHeHMIO C rpynnoi naauebo Tepanusa mauuTeHTaHoM** Bbi3biBana AocToBepHOe CHMXKeHue JICC n
noBblLEHNE CepaeYHoro nHaekca. Kpome Toro, npenapaTt ob6/iagaeT XOpowmm CNekTpom 6e30MacHOCTU U He
MMEET paHee OMNWCaHHbIX A8 3TOr0 Kfacca NpenapaToB renaTtoTOKCUYECKMX 3PGPEKTOB WMAW  KAMHUYECKM
3HAYMMbIX JIeKAPCTBEHHbIX B3ammogencTeuii. Yactota 6osee yem 3-KPaTHOrO MOBbIWEHWA TPaHCAMMHA3 U
pa3BUTMA NepudPepmnyecknx OTEKOB He Pa3/IMyafach B Pas/IMYHbIX FPyNnax Ie4YeHmns, YTO YKa3blBaeT Ha OTCYTCTBUE
renaToToKCMYHOCTU npenapaTta. OgHaKo NpW HasHaYeHUW MauuTeHTaHa** [0CTOBEPHO Yalle B CPaBHEHUU C
nnauebo otmedanacb aHemua. CHuKeHue remornobuHa <= 8 r/an Habmoganocb y 4,3% nauueHTOB,
npuHUMaloWMX MaumuTeHTan** 10 mr/cytkn [172]. Bonee Toro, mauuTeHTaH** - eAMHCTBEHHbIA npenapart,
3¢0dEKTMBHOCTD WM 6E30MacHOCTb KOTOPOro M3yyeHa Yy MNAUMEHTOB C NopTony/ibMOHanbHOM JIAT B
PaHAOMU3UMPOBAHHOM MJ1aLeb0-KOHTPONMPYEMOM MHOFOLEHTPOBOM K/AMHUYECKOM uccnegoBaHun PORTICO
[189]. 3HauMMbIX MEMKNIEKAPCTBEHHbIX B3aMMOLEWUCTBMIA Yy MaLMTEHTAHa** 1 B3auMMHOro BAMAHMA nNpwU
OLHOBPEMEHHOM Npueme mauutTeHTaHa™** n cungeHadpuna He otmeyeHo [190].

- PekoMeHA0OBaHO HasHayeHWe MauuTeHTaHa** naumeHTam ¢ JIAT ana ynyyweHua ¢yHKUMOHANBHOTO
cTaTyca 1 npefoTBpaLLeHMA NporpeccupoBaHma 3abonesaHus [6, 147, 186 - 189].

-EOK IB (YAA 2 YYP B) ans naymenTos Il - Il dK
-EOK IIbC (YAA 3 YYP B) ans naupenTos IV ®K

- PekomeHpyeTca  eemecAyHoe — onpefeneHUe  aKTMBHOCTM  acnapTaTamMHOTpaHcdepasbl U
aNaHMHaMUHOTpaHchepasbl B KpoBM Ha doHe npuema dPA [6, 174, 185].

- EOK Het (YA, 2 YYP B)

- PeKoMeHAyeTcs KOHTPOb YPOBHEN remMornobrHa 1 reMaToKpuTa KPoBu y naumeHTos ¢ JIAT, nonyyatowmx
3PA [6, 174].

- EOK HeT (YYP C, YAL 5)

3.2.2.4 docdhoamnacrepasbl MHIMBUTOPDI

MaToreHe3s JIAl cessaH ¢ dopmupoBaHnem aeduumta OCHOBHOM BasogunaTupytowen cybcrtaHumm, NO.
Peanunsauma pgevicteua NO ocywecTBnsetrcA MNyTem aKTUMBALMW TYaHWAATUMKNA3bl M YBEAWYEHUA CUHTEe3a
LMKANYECcKoro ryaHosnHmoHodocdaTta, KOTopbli, B CBOK o4yepeapb, peryampyeT penakcaumio rnafKoMbleYHbIX
KNETOK COCyZOB, MPOHMLAEMOCTb 3HAOTENMA, a TaKXe npeaoTBpallaeT arperayuto Tpomboumtos [191].
®ocdoanacrtepasza 5-ro TMMA - OCHOBHOM  depmMeHT, HuBenupywwmin  3dPeKkTbl  LUKANYECKOTO
ryaHosuHmoHodocoata (urM®P). B cocypax nerkux naumeHToB ¢ JII 3HAYMTENbHO MOBbLIWEH YPOBEHb
docpoanactepasbl 5-ro Tvna. B Poccuitckon depepaumn gna nedenua JIAI 3aperMctpmpoBaH TOIbKO OAMH
No3-5, npenapat cungeHadun, Kotopbih B 4 PKM npoaemoHCTpMpoBan CBOE MOJIOKUTENbHOE BMAHME Ha
remogMHaMmyeckme napameTpbl, GU3NYECKYHO aKTUBHOCTb U GYHKLMOHAMbHbIN Knacc naumenTos ¢ JIAT [192, 193,
194, 195, 196]. K npumeHeHmio y nauueHTos c JIAT Il - Il dK opobpeHa ao3a cungeHadumna 20 mr 3 pasa B AeHb
[6]. B PKU SUPER-1 y nauneHToBs ¢ JIAT (n = 278), nonyvaslwmnx cungeHadpun B gosax 20, 40, 80 mr 3 pasa B CyTKU, K
12-” Hepene Tepanuu OTMEYAIOCH YYULLIEHMUE KAMHUYECKOW CMMNTOMATUKKN, FeMOANHAMUYECKMX NOKasaTenen,
nepeHocMMocTn GU3MYeckon Harpysku. Pasnnumin B pesynbTaTax /ledeHuAa Mpu CPaBHUTE/IbHOW OLEHKe
£,031poBoK oT 20 fo 80 Mr Tpu pasa B CYTKM He OTMeYanoch. MNpu nHBa3MBHOM oueHKe remoanHammkmn MKK k 12-



N Hepene Tepanuu B rpynnax cungeHaduna no cpaBHEHMUIO C naauebo oTMeyanocb AOCTOBEPHOE CHUMKEHMUE
cpeaHero AJ1A n ICC. Aonsa naumeHToB ¢ yaydweHnem OK, Kak MUHMMYM Ha eanHuLy, bbiia Bbille B KaxKaoM
rpynne nevyeHma cungeHadmaom No CPaBHEHMUIO € rpynnoi naauebo. He BbiABNEHO pasinyumMin mexagy rpynnamm
cungeHadmaa nNo YUCay KAMHUYECKUX COObITUN, CBUMAETENbCTBYIOWMX O nporpeccupoBanmn JSIAI [192]. Takum
obpasom, B HacTosAllee Bpemsa OTCYTCTBYHOT ybeautenbHble AaHHble O LenecoobpasHOCTU MOBbIWEHMA A03bl
cungeHadmna cebie 60 mr/cyTkn npu nporpeccuposaHmm JIAT. OcHOBHble NobouHble 3¢ deKTbl (rososHasa 60b,
NpWAMBLI, AWUCNencua) cBA3aHbl C Ba3o4MNaTUPYIOWMM AeicTBMeM npenapata. CneayeT NMOMHUTb U O APYrux
MEK/IEKAaPCTBEHHbIX B3aMMOLENCTBMAX, B YaCTHOCTM O MHOTOKPATHOM YBEIMYEHUM KOHUEHTPauumM cungeHadpuna
Ha ¢oHe npmema BAAPT. Tem He meHee, U3MEHEHUA [03MpPOBaHUA cuageHaduna y naumeHToB ¢ BUY-JIAT,
nonyyatowmx BAAPT, He Tpebyetca. CoBMecCTHOe MNpPUMEHEeHMe cuageHaduia U OpraHUYECKUX HUTPATOB
NPOTMBONOKAa3aHO M3-3a PUCKA CMHKOMNAMbHbIX COCTOAHUIN U CUMATOMHOM TMNOTEH3MN, TAK KE KAaK COBMECTHbIM
npuem cungeHadwuna u puounryata**,

- PeKomeH[0BaHO Ha3HayeHue cuageHaduna gna yaydylweHUs nepeHoCUMMOCTU GUINYECKUX HarpysoK U
byHKUMOHaNbHOro cTaTyca naumeHTos c JIAT [6, 147,192 - 196].

- EOK IA (YOL 2 YYP B) ans nauymenTos Il - Il ©K

- EOK lIbC (Y44 3 YYP B) ansa nauunenTos IV OK

3.2.2.5 Puouuryat**

B otnmume ot UPLI-5, KoTopblie npegynpexkpatoT gerpagaumio urME®, puouuryat** nosbiwaer ee
npoaykumto [197]. Puouuryat** numeet ABoIMHOM MexaHU3M AelicTBuA: ceHenbunmsmpyet pll, kK sHgoreHHomy NO
nytem ctrabunamsaumm Mx CBA3KM, a TaKXKe HANPAMYL CTUMyaupyeT GepMeHT yepe3 ApYyroi y4acTOK CBA3W,
HesaBucumo ot NO. bBnarogapa 3Tmm adpdekTam, puouuryaT** BoccTaHaBAMBAET MeTabo/IMYECKUM NyTb
"MoHOOKcng, asoTa - pll, - ufrM®" 1 Bbi3biBaeT yBennyeHme npoaykumm LIrM®, KOTopbI UrpaeT BaxKHY posb B
peryasaumm cocygmcToro ToHyca, npoueccos nponndepauum, ¢nbposa m BocnaneHua [198]. Takum obpasom,
peanusauma sdpdekta puouuryata** He 3asucut oT NO, cogepkaHuMe KOTOPOro 3HAYUTENIbHO CHUMKEHO Y
nauneHtos c¢ JIAl. B 12-HegenbHOmM ABOMHOM cnenom naauebo-koHTponnpyemom PKU  PATENT-1
NPOAEMOHCTPUPOBaAHa 3pdeKTUBHOCTb U BesonacHocTb puouuryata** y nmaumeHTtoB c JIAT (n = 443), cpeau
KoTopbIx 6blin naumeHTbl ¢ UAT, cemeitHolt JIAT, a Takxe JIAT, accoymmposaHHol ¢ C3CT, BMNC, nopTtanbHoi
rmnepTeH3nen, NPMeMom NpenapaToB ANA /IEYEHUSA OXMPEHUA LEHTPANbHOrO AeNCTBUA MAM ambeTamuHa.
Mpenapat B fo3e 40 2,5 Mr 3 pasa B CYTKM yay4yllan KANHUYECKYHO CUMMMNTOMATUKY, MEPEHOCUMOCTb GU3MYECKNX
Harpysok, remogmHamuyeckme napametpbl, PK JIAT, a TakKe yBennyMBaa Bpemsa A0 Pa3BUTUA KAWHUYECKOrO
yxyawenua. K 12-i1 Hegene auctaHums B TWX yBenmnumnacb Ha +30 M OT MCXOAHOM B rpynne puouuryata** c
MaKCMManbHOM Ao30i 2,5 Mr 3 pasa B CyTKM, TOr4a Kak B rpynne naauebo oHa cHM3MNach B cpegHem Ha 6 m (p <
0,001). YnyyweHue auctaHuum B TWX K 12-i1 Hemene neyeHWs OOCTMranocb M y NAUMEHTOB, MOJYYaBLUUX
npeawecrsyrolyto cneunduyeckyto Tepanuio [199]. BennumnnHa JICC B rpynne puoumryata** ¢ makcMumanbHow
[0301 2,5 Mr 3 pa3a B CyTKM CHM3MAACh Ha 223 AnH/ceKk/cm®, Toraa Kak B rpynne nnauebo oTMEUYEHO CHUKEHMe
Ha 9 auH/cek/cm® (p < 0,001). CTaTUCTMYECKM 3HAYMMbIMKM MPU Ha3HaYeHUM puoumryata** B cpaBHeHUM c
nnauebo 6bINM U3MEHEHUA TeMOSMHAMUYECKMX NOKasaTenen (cpegHero OJ1A, cepaedHoro Bblbpoca), a TakKe
ypoBHA NT-proBNP, ®K (BO3) un cTeneHu oabilwku no Bopry. [locToBepHO pexke B rpynne puouuryata** c
MaKCcMManbHoOM Ao3oin 2,5 mr 3 pasa B CYTKM B CpaBHEHWWM C nnauebo HacTynanum cobbiTuA, YKasblBaloWMe Ha
KNMHUYeckoe yxyaueHue JIAT. Mo aaHHbim PATENT-2 ABYXNeTHAA BbIXKMBAaeMOCTb nauneHTos ¢ JIAI Ha ¢oHe
Tepanuu puoumryatom™** cocrasuna 93%, npu stom y 79% nauMeHTOB He HabnoAanocb KAMHUYECKOro
yxyaweHua. bonee Toro, 83% nNaumeHTOB Yepes 2 roga OCTaBa/JMCb Ha MOHOTepanuu puoumryatom** [200].
Puounryat** obnagaetr Xxopowumm cnekTpom 6e30MacHOCTM, TaK KaK 4acTtoTa Haubonee cepbesHbIX
HeenaTeNbHbIX ABNEHUM, TaKMX KaK CMHKOMa/ibHble COCTOAHMA, MPUHUMNMANABHO He OT/AMYyanacb OT rpynnbl
nnauebo npu MCNosib3oBaHMM MaKCMMasbHOM [03MPOBKKU (1% u 4%, cooTBeTcTBEHHO) [201]. TuTpauma A03bl
puoumryata** gonkHa ocywecTBAATbCA NPU TLWATE/IbBHOM KOHTPOJE KAMHUYECKMX NPOABAEHUA U ypoBHA Afl. B
Poccuiickoit deaepaumm K TUTPaLUM AOCTYNHbI A03UPoBKKU 1 mr, 1,5 mr, 2 mr un 2,5 mr puouunryata**. Tutpaymsa
OCYLLECTBASETCA C WHTEPBA/IOM B 2 HeZenu noj KOHTponem CyObeKTUBHOW MNEpPeHOCMMOCTM WU YPOBHSA
cuctonmyeckoro Afl, KOTOPbIM B MOKOE B MOJIOKEHUM CUMAA He A0/KeH OblTb MmeHee 95 mm pT. cT. MaumeHThl,



NpUHUMalOLWME puoumuryaT**, He [OMKHbI KypuUTb, MOCKOJIbKY Ha QOHE KypeHWs 3HaAYMMO CHUXKaeTcs
KOHLEeHTpauma puoumryata** B KpoBu. Puounryat** obnagaer tepatoreHHbIM 3pHEKTOM U €ro NpumMeHeHue y
6epemeHHbIX NPOTUBOMNOKa3aHo.

- PekomeHaoBaHO HasHayeHue puouuryata** ans ynyduweHMa nNepeHocMmocTM GpU3MYECKMX Harpysok,
ynydwenua ®©K (BO3) n npeaoTepalleHus nporpeccuposaHusa NAT [6, 147, 199, 200].

- EOK IB (YAA4 2 YYP B) gns nauyunenTos Il - Il dK
- EOK lIbC (Y44 3 YYP B) ana naumenTos IV K

- He pexkomeHayeTca KombuHauusa puouuryata** u cungeHaduna ums-3a pucka pasBUTUA CUCTEMHOW
rmnoTeHsnn n apyrmx nobouHbix apdekros [6, 147, 199, 200].

-EOK IIIB (Y44, 5 YYP C)

3.2.2.6 CeneKkcunar

CeneKkcunar - nepsblit CENEKTUBHbIMA aroHMUCT NpocTauMKAMHOBbLIX (IP) peuentopoB Ans nepopasnbHOro
npuema (ATX - BO1AC, aHTMarperaHTbl, Kpome renapuHa). [lenctemne cenekcunara u ero metabonmra peanmsyercs
yepes akTuBaumio IP-peuenTtopos, Bbi3biBaeT Bazogunatauuto cocyaos MKK mn cHmkenune JICC. B nunotHom PKU
2-11 dasbl y naumeHToB ¢ JIAT, nonyyaswmx tepanuio UOO3-5, uan IPA, Ha 17-i Hegene Tepanun cesleKCMnarom
oTmeueHOo cHukeHue JICC [202]. Toraa Kak B PKU 3-i1 dasbl GRIPHON c BkatoyeHnem 1156 naymeHToB (cpegun HUX
roynna cenekcunara - 574 naumeHTta) JIA[-MOHOTepanus cefekcunarom WAM  nocsenoBaTesibHas
KOMBWHUpOBaHHaA (4BOWMHaA U Aaxe TPOMHanA) cneunduyeckas Tepanus ¢ gobaBaeHMemM cenekcmnara CHuXxana
BPeMS [0 HacTyn/ieHna nepBoro cobblTuA, accoummpoBaHHoro ¢ JIAT, unm cmepTtu naymeHTa Ha 40% (OP = 0,60;
99% AN 0,46 - 0,78; p < 0,001) [203]. 3dPeEKTMBHOCTb cCeneKkcunara He 3aBWCeNa OT TOro, MPUMEHACA U
npenapat B KayectBe MoHoTepanuu (OP = 0,57; 99% AW 0,32 - 1,03) nam B KOmMOBWUHauumM c Apyrummu
cneundmyeckumn npenapatamu: UOO3-5 (OP = 0,66; 99% AN 0,32 - 1,35) uam IPA (OP = 0,66; 99% AN 0,32 -
1,35), a TaKkKe OT BOo3pacTa NnauneHTa 1 sTnonornm 3abonesaHuns [206]. Hapsay ¢ aTum 3apernctpupoBaH 3dpdekT
Tepanuu ceneKkcmnarom no CpaBHEHWUIO ¢ Naauebo Ha Ppusnyeckyto paboTocnocobHOCTb NALUEHTOB MO AAHHbIM
TWX (+12 m; 99% OU 1 - 24 m; p = 0,003). K KoHUy ABOIMHOro cnenoro nepnoaa (26 Heaeb) OTMEYEHO CHUMKEHME
CMEpPTHOCTM M YacTOTbl FOCNUTAN3aLMIA B CBA3M C yXyalweHnem TedeHuns JIAT Ha 30% (OP = 0,70; 95% OM 0,54 po
0,91; p = 0,003), npnuem 87,4% cobbITUi NpuUxoAnaock Ha rocnuTanmnsaumm. Cenekcunar TUTPOBAAMN, HAYMHAA C
£03bl 200 MKr ABa pasa B AeHb, eXXeHeae/IbHO NoBbiwan Ao03y Ha 200 MKr 40 MaKCMMaJibHO NepPeHOCUMON [03bl.
MakcMmanbHO AonycTMmasa ao3a cenekcmnara coctasuaa 1600 mKr 2 pasa B AeHb. [pu aHanumse CTPYKTypbl
MHAMBMAYANbHOW noaaepruBatolleit Aosbl B uccnegosaHnn GRIPHON yctaHoBneHo, uto 42,9% naumeHToB
nosy4ann sbiCokme ao3bl, 31,2% - cpegHue, n TonbKo 23,2% - HM3KKe. HexenaTenbHble ABNEHUA, CBA3AHHbIE C
npuemom cenekcmnara, Bctpedanuco B 14,3% cnyyaes no cpaBHeHuto ¢ 7,1% B rpynne nnauebo, 4to B psage
cny4YaeB 6bI10 NPUYMHON NpeKpaLLEHUS AanbHelwero ydyactus B uccnegosaHum GRIPHON (p < 0,001). Hanbonee
pacnpocTpaHeHHbIMW NO6oYHbIMK 3ddeKTamM Ha poHe Npuema cenekcunara 6biaM rosioBHasa 6osb, 6011 B
HU)KHEM 4YentoCcTu, TOWHOTA, Auapes, MUanrum, npunmebl. COBMECTHbIM Npuem cenekcunara ¢ MHrMbuTopom
CYP2C8 remdpubposmiom KaTeEropMyeckum MpoTMBOMOKA3aH W3-3a [ABYKPATHOrO YBEIMYEHWUS KOHLEHTpaLuu
cefiekcmnara B KpOBU W, COOTBETCTBEHHO, YCUNEHUS NOBOUYHbIX 3hDEKTOB.

- PekomeHA0BaHO Ha3HauyeHWe cenekcunara B KayecTBe MOHOTEPaAnUM M B PamMKax KOMOMHMPOBAHHOWM
Tepanuu nauymenTam c JIAT Il - lIl ©K ans npeaynpexkaeHuns nporpeccmpoBaHuns 3abonesanus [6, 147, 202, 203].

-EOK IB (Y44 3 YYP B) ana naumenTos Il - [Il ©K

3.2.2.7 KombuHUpoBaHHaA Tepanua

KOM6MHMpOBaHHaﬂ Tepanua C BO3,EI,€I‘;1CTBMGM Ha pa3/1InYHble 3BEHbA NAaTOreHe3a WKMPOKO NMpUMeHAETCA B
ne4yeHmMnM nauneHToB C cep,a,equﬁ HeA0CTaTO4YHOCTbIO, CUCTEMHOM apTepmaanoﬁ rmnepTeH3meV1, BNY -
MHd)eKLLMeVI. JToT noaxon, ABNAeTca npueaeKaTe/bHbIM BBUAY BO3MOXHOCTU OAHOBPEMEHHOINO BJAMAHUA Ha



HecKosibKo nyTel natoreHesa JIAI, 4yto npuBoAUT K cHueHuto JICC, npeaoTBpalleHUo AanbHelnwero
pemoaenIMpoBaHNA NEroYyHbIX apTepuin U, B UTOre, K YBEJIMYEHUIO BPEMEHM A0 yxyaweHua TedeHua JIAT,
CHUXXEHMIO YacTOTbl PA3BUTUA OC/IONKHEHUI, B TOM YMc/e U daTaibHbIX.

MoaTtBepKAeHMEM MPEBOCXOACTBA KOMBUHMPOBAHHOW TepanuMu Haf MOHOTEpPanuein CAyXaT pesyabTaThbl
HECKO/IbKMX MEeTaaHann30B KIMHUYECKMX MCCNen0BaHUM C NPUMEHEeHMeM KOMBWHMpPOBaHHOW cneuuduyeckomn
Tepanuu, B KOTOPbIX MOKA3aHO y/ydlleHne reMoanHamMmnYecknx rnokasartesiei u pusmyeckoi pabotocnocobHocTH
nauneHTos (TLLUX +23 m), cHUKEHWE pUCKa yxyaweHus TedeHua JIAT Ha 35%, nporpeccupoBaHua JIAT Ha 38 - 47%,
YMEHbLUEHME PUCKA rocnuTaam3aLmmn B ceasmn ¢ nporpeccuposaHuem JSIAl Ha 29% v sckanaumm Tepanum Ha 62%
Nno CpaBHEHUIO C MoOHOTepanuei [204, 205, 206]. U ecnn uenecoobpasHOCTb Ha3HaYeHMA CTApPTOBOM
KOMBUMHUPOBaHHOM cneumdmyeckon Tepanuu, y nauneHtos c Il PK JIAT B 60AbLWIMHCTBE CAy4aeB He Bbi3blBaeT
COMHEHWI, TO arpeccuBHasa cTpaTerva BedeHua naumeHToB co |l OK JIAl obcyxaanacb TonbKo B EBponenckmx
pekomeHgaumsax 2015 roga [6]. MpopbIBHbIM B OTHOLWEHWM CMEHbI Napagurmbl BeAeHMA NALUUMEHTOB HEBLICOKOMO
®K cran 2017 rog, Korga 6blav onybAMKOBaHbl JaHHblE TPEX PErucTpoB, B KOTOPbIX HA MPaKTUKe NPUMEHEH
noaxogd CctpatMduKaumm pucka NeTanbHOCTU, NPensoXKEHHbI B peKOMeHZaumMAX No BeaeHuto naumeHTos ¢ JII
EBponeicknm pecnupaTopHbiMm 1 EBponencknm Kapanonormyeckum obutectsamum [129, 130, 131]. Okazanoco, 4To
rogoBasn /eTasibHOCTb MALMEHTOB C UCXOAHO MPOMEKYTOYHbIM PUCKOM JIeTaNbHOCTM cocTasnseT 17% [129]. A
COCTOSIHME MALMEHTOB 3TOM Fpynnbl PUCKA 0ObIYHO XapakTepusytoT Kak Il uaum Il ®K JIAT. Mo gaHHbIM perncTpa
COMPERA KOMOMHMPOBaHHYO Tepanuio noayyanu Toabko 40% MauMeHTOB Tpynnbl MNPOMEXKYTOYHOIro PUCKA
NeTanbHOCTU, HO WM B Tpynne NauMeHTOB 30Hbl BbICOKOTO PUCKA NETAIbHOCTM CTapToBas KOMOMHMPOBaHHaA
Tepanua 6bina ToNbKO ¥y 36% nauMeHToB Ha nepuog HabawgeHma oT 3 mecaues o 2 net [130]. HecmoTps Ha
HaNMuMe PasnyHbIX FPYNn cneunduyecknx aHrmMnepTeHsMBHbIX NpenapaTtoB Ana nedeHua JIAT u nogxopn B
Nle4YEeHUUN, OCHOBAHHBIMA HA CTPATUOUKALMKU PUCKA NETANbHOCTU, TPEXTIETHASA BbIXKMBAEMOCTb NauumeHToB c JIAT
OCTaeTCcA HeyAoBETBOPUTENBHOWN U BapbupyeT OT 67 Ao 74%. Tem He MeHee, eC/iM B Te4EHME MepBOro roaa ¢
MOMEHTa Hayana cneumdmnyeckoi Tepanmm, NaumMeHT U3 30Hbl BbICOKOro/NMPOMEKYTOUHOrO PUCKa J1IeTaabHOCTH
nepexoauT B 30HY HM3KOrO PUCKA, TO NOCAeAyHOLWAA BbI)KMBAEMOCTb COMOCTaBMMa C MaLMeHTamu, KoTopble
MUCXOAHO Oblan CTPATUOMLMPOBAHDbI, KaK Haxo4AwWMecAa B 30HE HW3KOrO pUcKa neTanbHocTn [129]. Takum
obpasom, pesynbTaTbl NpocnekTnBHbIX pernctpos COMPERA, SPAHR un ¢dpaHUy3CcKoro perncrtpa noarsepaunu
LenecoobpasHOCTb MCMOb30BAHUA CUCTEMbI  CTPAaTUOUKALUUM  PUCKA NIETANIbHOCTK, MNPESNIONKEHHYIO B
aencreyrowmx EBponeiicknx pekomeHgaumsax [6], n HeobxoaMmocTb Gonee arpeccMBHOW TaKTUKWU BeAeHUs
NauneHTOB NPOMEXKYTOYHOrO PUCKa NeTabHOCTU. Kpome TOro, remognMHaMmnyeckme nokasatenu, nosyvyeHHble BO
Bpema YBKC, ocTatoTca 0AHMMM U3 CaMblX CUAbHbIX AETEPMUHAHT CTPATUPUKALMM PUCKA NIeTaslbHOCTU M BbliBopa
TaKTUKKU BegeHua [129, 130, 131]. K coxkaneHuto, cuctema cTpaTUdUKaLMM PUCKA NeTaNbHOCTU, NpeasioxKeHHan
Esponeiickumn pekomeHaaumnamm 2015 roga, B OTANYME OT KalbKynaTtopa pucka REVEAL 2.0 He yunTbiBaeT TaKkue
HemoamnduUMpyeMble MOKasaTeNn, Kak BO3PacT, Moa W 3TUONOMMA 3ab0/sieBaHMA, a TaKXe COMyTCTBYHOLLYHO
natosoruio [10].

Pe3synbTatbl nocnegHWUX AOATOCPOYHBIX MHOroueHTpoBbix PKU, BKAoYaBwMX 60nbluoe KOAMYECTBO
naumnenTtos c JIAT | rpynnbl, NO3BO/IU/IM OLEHUTb BAUSIHUE CTaPTOBON KOMBUHUpPOBaHHOM Tepanun (AMBITION) u
nocnefoBatesibHOW KOMBWHMpOBaHHOM cneunduyeckolr Tepanuu, (SERAPHIN, GRIPHON) Ha wucxoabl
3abonesaHua [190, 210, 211] n caenaTb BbIBOA O LenecoobpasHOCTM paHHeN KOMBUHMPOBaHHOM cneunduyeckom
Tepanuu, gaxe y nauneHTos co || K JIAT, KOTOpPbIX MOKHO OTHECTU KaK K 30He HU3KOTO pUCKa S1eTa/IbHOCTH, TaK U
npomeKytTouyHol [147]. Tak, 8 PKU SERAPHIN 63,7% BKAtoueHHbIX nauneHTos ¢ JIAT | rpynnbl noayyanm 6asosyo
cneundmyeckyro Tepanuio, NPenMyLLEeCTBEHHO cuieHadunom, n 5,4% naunmeHToB - TePanUio CUHTETUYECKUMMU
aHanoramm npocTtaumknuHa (ATX - BO1AC, aHTMarperaHTbl, Kpome renapuHa). Ha ¢oHe KombBUHMpOBaHHOWM
Tepanuu ¢ mauuTeHTaHOM** puck HeGNAronpuATHbIX COObITUI (rocnUTannsaunm, CMepPTb, YXYALEHUE TeYeHUn
JIAT, TpaHcnnaHTaums/cenToTomma) cHUXKanca Ha 38% (p = 0,009) [188]. B PKM AMBITION npogemoHCTpMpoBaHO
CHUXXEeHMe pUCKa cobbiTit Ha 50% B rpynne CTapToBOM KOMOWHWMPOBAHHOW Tepanuu ambpuseHTaHom** B
coyeTaHun ¢ Taganaduaom# No cpaBHEHMIO € rpynnamm MoHoTepanuu ambpuseHTaHom™* unu Taganadunom# (p
< 0,001) [207]. B PKM GRIPHON puck HebnaronpuaTHbIX COBbITUIA CHWUMKanca Ha 37% B rpynne nauMeHTOB,
nosly4yaBLUUX cenekcunar B gonosiHeHWe K Tepanuu UOOI-5 u IPA (n = 179) no cpaBHEHMUIO C rpynnom,
noJsiy4aBLlel ABOMHYIO KOMOUHMpPOBAHHYO Tepanuto (n = 197) (OP = 0,63; 99% AU 0,39 - 1,01) [208]. UHTepeceH
TOT aKT, YTO PUCK HebnaronpuATHbIX CobbITMI 3a 30-mecAuHbId nepuos HabnogeHna B PKM GRIPHON
yMeHbluanca Ha 63% y naumeHToB co Il ®K JIAT Ha poHe nocnegosaTenbHOM TpPoWHOW Tepanuu (n = 55) no



CpaBHEHMIO C ABOWHOM cneunduryeckoit Tepanueit (n = 60) (OP = 0,37; 95% AU 0,15 - 0,95). CheayeT oTAENbHO
OCTaHOBWUTLCA Ha pe3y/ibTaTax MUAOTHOrO OAHOLLEHTPOBOIO NPOCMEKTUBHOIO HEKOHTPOJIMPYEMOrO UCCAe0BaHUA
O. Sitbon ¢ coasTopamu (2014), B KoTopom 19 "HauBHbIM" naymeHtam c JIAT I - IV ®K (UNAT, HacnencTBeHHas
NAT, nekapctseHHan JIAT) HasHayeHa CTapToBaa KOMBUHUpPOBaAHHAA Tepanusa 3NOMNPOCTEHO/IOM B COYETaHUU C
nepopanbHbIMK nNpenapaTamu cungeHapuaom u 6Ho3eHTaHOM* *. TpexsneTHAs BbIKMBAEMOCTb MNaLMEHTOB
coctasuna 100%, a nepeHocMMOCTb GM3MYECKON Harpy3KM M MOKasaTeNn reMOLMHAMMUKU LEeMOHCTPUpOoBanmn
ycToumsoe yaydwenue cnycra 32 +/- 19 mecaua neveHuna [209].

YuntbiBasa pesynbTtatbl PKU nocnegHux net n gaHHble NPOCAEeKTUBHbIX MeXAyHapoaHbIX pernctpos, B 2018
rogy KenbHCKMN KOHCEHCYC 3KCMepTOB NPeAOKUA HOBbIN NOAX0A B HA3HAYEHUWU CTAapPTOBON KOMBUHNPOBAHHOM
Tepanuu, COrMacHO KOTOPOMY JaKe MauueHTam C HU3KMM PUCKOM JIeTaNIbHOCTM TMOKa3aHa CTapToBaA
KOMOUMHUPOBaHHAA Tepanua. O6o3HayeHa Uuenb Tepanuu: cTabuibHOe AOCTUMEHME 30Hbl HU3KOro pPUCKa
netanbHoctu [9, 10, 147]. Kpome Toro, B HOBOM anroputme sedyeHmsa naymeHTos ¢ JIAI npegnoxeHo pasanyatb
naumneHToB ¢ "Knaccmyeckum" deHotnnom UJAT n naupenTos ¢ JIAT ¢ conyTcTByOLLEN NATONOTUEN.

K "knaccnyeckomy" deHotmny UJIAT MOXKHO OTHECTM MONOAbIX NALMEHTOB C TUNMYHOM NpeKkanuanapHon T
6e3 conyTcTBylOLLEM NaToNorMM, Toraa Kak nauueHtbl ¢ WAL v conyTcTBylowei naTosiorven (aptepuanbHas
runepTeHsus, MBC, caxapHblii guabeT, oXUpeHue, NaTtonorua nerkux) - obbl4HO No4M CTapllei BO3pacTHOWM
rpynnbl. MMeHHO anAa naumeHToB ¢ WMJIAT cTapweit BO3PacTHOM rpynnbl C KOMOPOMAHBIMW COCTOAHUAMM,
HECMOTPA Ha PUCKM NETasIbHOCTWU, B KayecTBe Hayana cneumduyeckor Tepanum MOXKeT ObiTb NpeanoxeHo
MCNONb30BaTb MOHOTEpPANUIO C Mocaeayowen oueHKon 3GGeKTUBHOCTU U UHAMBUAYA/IbHBIM pPeLUeHMeM O
LenecoobpasHOCTM NPUMEHEHNS KOMBMHMPOBAHHOM Tepanuu [10].

Takum 06pasom, CKNaZblBAeTCA NpeacTaB/eHne O AO0CTaTOYHO Y3KOW MONy/asauuu NauveHToB, Y KOTOPbIX
MOXET PacCMaTPMBaTbLCA CTapTOBas MOHOTEPanus, YTo Bnepsblie H6bino cdopmynmposaHo B 2019 roay:

- NauuenTbl ¢ WAT, HacneactseHHoi JIA[, JIAT Ha ¢oHe npuema NeKapCTBEHHbIX MNpPenapaToB C
NOJIOKUTENbHbIM Ba30PEAKTUBHbIM TECTOM, YCTOMYMBbIM JocTuxeHuem | - I ®K JIAT u yayyweHuem
remogMHaMUYecKMX NoKasaTenen (NpexHue WM yaydwatowmecs MO CPaBHEHUIO C AOCTUTHYTbIMW BO Bpems
npoBeAeHMA Ba3opeaKTUBHOrO TecTa) Yepes 1 rog Ha moHoTepanuu BKK;

- MauneHTbl, ANNTENbHO nosydatowme moHoTtepanuio BKK (> 5 - 10 net) n HaxoasAwmeca cTabuibHO B 30He
HU3KOro pUcKa neTanbHOCTY;

- NaumeHTbl ¢ UNAT cTtapwe 75 neT ¢ MHOroYmMcieHHbIMM GaKTOpaMm pUCKa CepaedYHOor HeaoCTaTOYHOCTH C
COXPAHHOM COKPATUTE/IbHOM CNOCOBHOCTbLIO IEBOrO Xenyaouka (Bbicokoe AJl, caxapHbiit guabet, pubpunnaums
npeacepaun, oxupeHue);

- NauneHTbl C NoA03peHneM UK BbICOKOW BeposaTHocTbio BOBJT//IKT;

- NauwmeHTsl ¢ JIAT, accoummpoBaHHoOM ¢ BUY mam nopTanbHOW runepTeH3men Mam HeKoppernpoBaHHbIMM
BIMC, NOCKOAbKY 3T rpynnbl NaLMeHTOB He BKAoYaauch B PKU co cTapToBoit KOMBUHMPOBaHHOW Tepanuei;

- MaymeHTbl ¢ nerkum TeyeHmem JIAT (I ®K NAT, ICC 3 - 4 en. Byna, cpeaHee AJIA < 30 mm pT. CT. U
HOpMa/ibHble NMOKa3aTe M NPaBOoro XKeyAo4uKa Nno AaHHbIM 3XoKapanorpadun);

- KomburHMpoBaHHasA cneunduyeckas Tepanua HeAOCTyNHa WAM NPOTMBOMOKasaHa (Hanpumep, Taxenas
natonorus nedyexHu) [10].

besycnoBHO, KOMBMHMpPOBAHHAA Tepanua MMeeT U CBOM 0BpaTHble CTOPOHbI B BUAE CYyMMaLMMN NOBOYHbIX
3dPEKTOB, MEKNEKAPCTBEHHbIX B3aMMOAENCTBUI U NPUBEPIKEHHOCTM TEPANUK Y NALMEHTOB, UCXOAHO UMEIOLLMX
COMYTCTBYIOLLYIO MaTO/IOTUIO, MO NOBOAY KOTOPOW 60/bHble MOFYT Moay4aTb 60AblIOE KOAMYECTBO NpenapaTos
[210]. Kpome Toro, Bonpocbl papMako3KOHOMUUYECKON SPPEKTUBHOCTM TaKKe OCTAOTCA HepelleHHbIMK. OcTaeTca
HeACHbIM, KaKas TaKTUKa A0/KHa 6biTb NpeanpuHATa B caydae HeadPeKTMBHOCTM MoHOoTepanuu. Hacrosuwas
cTpaTerna BeAEeHMA MNaUMEHTOB C HEeaAeKBaTHbIM KAMHMYECKMM OTBETOM MpedycMaTpMBaeT 3CKanaumio ykKe
nMeloLeca Tepanuun 3a cyeT gobaBneHUa BTOPOro M TPeTbero cneunduyeckoro npenaparta. HensBecTHo, Kak



M3MeEHUTCA TedeHWe 3aboseBaHMA B C/lly4ae 3aMeHbl NpenapaTta O4HOM rpynnbl NPenapaToM M3 APYron rpynnbl.
YCTaHOB/IEHHbIX pEKOMEHAaUuni No 3TOMy NoBoAy HET, HECMOTPA Ha 0bHaaexuBatowme pesyabTatbl PKU RESPITE
Nno nNepPeKNOYEHUI0 MNaLMEHTOB C HE3AAEKBATHbIM KJAMHMYECKMM OTBETOM C Tepanuum cuageHadpuiom Ha
puouuryat** [211]. B OTKPbITOM HEKOHTPOJIMPYEMOM KAMHUYECKOM uccnesoBaHum RESPITE 61 naymeHT c JIAT |
rpynnbl (92% WNAT), Haxoaawmiica B Il ®K, HecmoTpsa Ha nonydaemyro Tepanuio cunaeHapuniom 6onee 3
mecAleB, nepesedeH Ha Tepanuio puouuryatom** ¢ nocneayrowmm nepuoaom HabawoaeHusa. K 24-it Hepene
HabtoaeHua TonbKo 46% naumeHToB octasanauck B |l @K JIAT, Torga Kak 56% nauymeHtos gocturam |l ®K n 2%
naumeHTos - | ®K JIAT. Hapaay co cHuskeHnem K, pernctpmuposanoch yseandeHune aucraHumm 8 TLX Ha 31 +/- 63
M (p < 0,01) u cHuxeHmne yposHA NT-proBNP B cbiBOpOTKe Kposu. OaHaKo cieayeT OTMeTUTb, UYTo 82% nauueHToB
MCXOAHO OblIM HA KOMOUMHUPOBAHHOW Tepanuu cuageHaduiom n IPA. NoCKoIbKY pes3yabTaToB UCCAeA0BaHWUMN,
OJHOBPEMEHHO CpaBHUBaAOWMX 3GPEKTUBHOCTb U Be30nacHOCTb Bcex Tpex IPA HeT, TO MHTEepPEeCHb! AaHHble Mo
nepekatoyeHnto ¢ Tepanum ogHum ISPA Ha pgpyroit. Tak, No AaHHbIM OAHOLLEHTPOBOrO MNPOCMNEKTUBHOIO
KoropTtHoro uccnegosaHma M.T. Politi ¢ coasTopamu (2017), nepekntodeHne ¢ 603eHTaHa** Ha mauuTeHTaH** 78
nauneHtoB ¢ JIAT | rpynnbl Ha ¢oHe 6a3oBoM Tepanuu cungeHaduiom M KOMOBUHWMPOBAHHOW Tepanuu
cungeHadun + CMHTEeTUYECKUI aHanor npoctaumkamMHa (ATX - BO1AC, aHTMarperaHTbl, Kpome renapuHa) y 21%
naumeHtToB K 12 mecauam HabaogeHua obecnevymBano NONOKUTENbHbIN 3QPEeKT B BUAE LOCTOBEPHOro
YMeHbLLeHUs Konndectsa naumenTos c Il - IV ®K NIAT (c 47,6 o 9,5%, p < 0,01), yBenmyeHna auctaHumm B TLX (c
348,1 +/- 75,6 0o 398,0 +/- 63,7 m, p < 0,001), cHu»KeHuA yposHA BNP B cbiBopoTKe Kposw (c 98 (68 - 132) ao 78
(62 - 120) nr/mn, p < 0,01) n 6onee HU3KMX 3Ha4YeHUIA TpaHcammHa3s (p < 0,001) [212]. AHanOrMYHbIA pe3ynbTaT
6bl21 NOSYYeH B NPOCNEKTUBHOM ABYLLEHTPOBOM HEKOHTPOMPYEMOM MccnenoBaHum y 40 naumneHTos c JIAM-BIC,
cpenm Kotopblx 40% umenu cuHapom layHa, 75% - cuHapom dinseHmeHrepa u 23% - npeaLwecTBYOLLYO Tepanmio
cungeHadunom. Mpu nepekntoyeHnn ¢ Tepanumn boseHTaHom™** Ha mauutTeHTaH** goctoBepHO ymeHbluanca OK
NAT (I - IV 48% -> 23%, p = 0,004), cHuskanca yposeHb NT-proBNP B cbiBopoTKe KpoBu (p = 0,02) u
yBennumsanocb TAPSE (p = 0,002) [213].

- PekomeHpgyeTca HasHayeHMe nocnenoBaTe/ibHOM KOMOWHMpOBAHHOM cneuuduyeckon Tepanum ans
JleYeHma NauneHToB C HeAOCTAaTOYHbIM OTBETOM Ha HayasbHylo MoHoTepanuio [6, 9, 10, 147] (Tabavua 13,
MpunoxeHune A3).

-EOK IB (YA4, 5 YYP C)

- PekomeHayeTcA HayanbHaa KOMBUHMPOBaHHaA TepanMa aHrMNepTeH3UBHbIMK NpenapaTamu 408 neYeHusn
JIAT npu BbICOKOM pucKe neTanbHoctu (> 10% B roa) [9, 10, 147, 188, 204 - 206, 207 - 208].

-EOK llaC (Y44 5 YYP C)

- PekomeHayeTca paccMOTpeTb BO3MOXHOCTb MepekalodeHna Ha puounryat* npu HeaddeKTUBHOCTU
MoOHOTepanuu cungeHadunom [9, 211].

- EOK HeT (YAL 3 YYP B)

- PekomeHayeTcss pacCMOTPeTb BO3MOMHOCTb MepeK/loyeHna ¢ 04HOro npenapata Ha APYrol B pamKax
OAHOr0 Knacca aHrMNepTeH3UBHbIX npenapaTtos Ana nedeHus JIAT MAK Ha NeKapcTBEHHbIM npenapaTt Apyroro
Knacca [212, 213].

- He pekomeHayeTcs paccmaTpuBaTb B KauecTBe npenaparta NepBoi AMHWM B pamKax noc/ienoBaTenbHoM
KOMBMHMPOBAHHOW TepanuMuM Yy NaUMEHTOB, paHee MNOJyYyaBLUMX Tepanuio cuageHadpuaom, NeKapCTBEHHbIN
npenapat 603eHTaH** c yueTom 0CcObEHHOCTEN MeKNeKapCcTBeHHOro B3anmoaencrems [9, 185].

- EOK l1aC (YA4,2 YYP B)

- PekomeHA0BaHO Ha3HayeHuWe mauuTeHTaHa** 6osbHbIM JIAI, He AOCTUraloWMM Lenen nedeHua npu
HasHayeHuu cungeHadwuna [6, 9, 188].

-EOK IB (Y44 2 YYP B) ana naumenTos Il - [ll ©K



- EOK llaC (Y44, 3 YYP A) ana naumenTos IV K

- PekomeHA0BaHO Ha3HauyeHue puouuryata** 6onbHbiMm JIAT, He AOCTUralOWMM LieNeit NevyeHua npu
HasHayeHun 6o3eHTaHa** [6, 9, 199, 200].

- EOK IB (YAA4 2 YYP B) gns naymentos Il - Il dK
- EOK llaC (Y44, 3 YYP A) ana naumenTos IV K

- PeKOoMeHA0BaHO HasHayeHMe WAOMPOCTA B MHFANAUMOHHOM ¢dopme AnA KOMOMHMPOBAHHOW Tepanuu
naumeHToB ¢ UJAT, Hacneayemolii JIAT, NAT scneacteue C3CT, JIAT Ha doHe npuema IeKapCTBEHHbIX NpenapaTos
1 HeonepabenbHol XTI/I [6, 166 - 168].

- EOK IIbC (Y44 2 YYP B) ana naumenTos Il - Il ©K

- EOK lIbC (Y44 2 YYP B) ana naumenTos IV K
3.3 Xupypruueckoe neyeHme

3.3.1 Atpuocentoctomua

B KauyecTBe ManivaTMBHON Mepbl Y MALMEHTOB, HAaXO4AWMXCA B JINCTE OXMMAAHWMA Ha TPaHCNAaHTaUMIO,
MOXHO 00CyXKaaTb anbTepHaTUBHblE METOAbl NeYeHus, Takme Kak b6annoHHas atpuocentoctomma [214]. 3apaua
3TOro MeToga - pPasrpysuTb NpaBble Kamepbl cepaua M yBEAUYUTb CepaeYHbl BbIOPOC 3a cyeT WYHTUPOBAHUSA
KpoBWM cnpaBa-HaneBo. OpaHako 6annoHHas aTpPMOCENTOCTOMMA  COMPAMEHA C  BbICOKMM  PUCKOM
nepuonepaLmoHHON NeTanbHOCTU M A0/IKHA BbINOAHATLCA TONbKO B LLEHTPAX, MMEKWMX OMbIT BbINOAHEHUA
AaHHOW npoueaypbl y naumeHToB ¢ JIAT M Tonbko Ha ¢OHE MaKCMManbHOW Tepanuu aHrMNepPTEeH3UBHbIMMU
npenapatamu gns nedenus JIAF. [laHHble meTaaHanmsa 16 HabnoaaTenbHbIX nUccnenoBaHnin y 204 nauMeHTos,
nepeHecwnx 6anNOHHYIO aTPUOCENTOCTOMMUIO, MNPOAEMOHCTPUPOBAZIN CHUXNKEHWE [OaBAeHUss B MNPaBoOM
npeacepamm Ha - 2,77 mm pr. cT. (- 3,50; - 2,04; p < 0,001) 1 yBennyeHune cepaedHoro nHaekca Ha 0,62 n/mun/m?
(0,48; 0,75; p < 0,001), HapAgy CO 3HAYUTEIbHbIM CHUMXEHUEM HACbILWEHUA apTepMabHOM KPOBU KUCNOPOAOM Ha
- 8,45% (- 9,93; - 6,97; p < 0,001). /leTanbHOCTb B paHHME CPOKM (A0 48 YyacoB) Nnocsie BMeLIATe/IbCTBA COCTAaBMNA
4,8% (1,7%, 0,9%), B cpoku go 30 aHewn - 14,6% (8,6%, 21,5%), Toraa Kak B otganeHHom nepuoge (> 30 aHei) oHa
pocturna 37,7% (27,9%, 47,9%).

- PekomeHayeTca paccMOTPETb BO3MOXKHOCTb MpoBeAeHUA H6aNNOHHON aTPMOCENTOCTOMMUM MaUMEHTam C
JIAT ®K IV (BO3) npm YacTbIX CUHKOMaAbHbIX COCTOAHMAX /UK pedpaKTepHOI NpaBoXKenya04KoBOW cepaeyHoM
HeA0CTaTOYHOCTU, HECMOTPA HA NPOBOAMMYIO MEAMKAMEHTO3HYIO Tepanuio, Nnepes TpaHCNAaHTaUMERN IETKUX UK
KOMMEeKca cepaue-nerkue [6, 214, 215].

- EOK IIbC (YOS, 4 YYP C)

- He pekomeHpoBaHO nposeaeHve 6aNNOHHOM aTPUOCENTOCTOMMMU MPU CPesHEM [ABAEHMM B NPaBOM
npeacepgun Bbiwe 20 mm pT. CT. U caTypauum kKucnopogom meHee 90% B nokoe B cBA3M ¢ 10-KpaTHbIM
yBE/IMYEHMEM PUCKa SleTabHOTO ucxoaa [216].

- EOK et (YA, 2 YYP B)

3.3.2 TpaHcnnaHTaLUA NerkKMX AU KOMMJeKca cepaue-nerkue

MauMeHTOB, HAXOAALWMXCA B 30HE NMPOMENKYTOUYHOIO MM BbICOKOFO PUCKA, HO UCMbITbIBAKOLWMX YXYALWEHWE,
HEeCMOTPS Ha MAaKCUMaNbHYIO MeAMKAMEHTO3HYIO TePanuMio aHIMNEePTEH3UBHbIMW NpenapaTtamu ana nedenma JIAID
cneayeTt CBOEBPEMEHHO KOHCY/bTUPOBATb Ha NpeaMeT TPaHCNAAHTAUUM NEerkKnX AN KOMMJIEeKca cepaue-nerkue.
3a nocnegHee paecATUNETUE CYLLECTBEHHO BbIPOCAA MeAMaHa BbIXMBAeMOCTM nauneHToB ¢ JIA[ nocne
TpaHcnnaHTauum nerkmx: ¢ 4,1 roga 8 1990 - 1997 rr. ao 6,1 roga B8 2005 - 2012 rr. [217]. AHanorn4yHaa cuTyaums
CKNaAablBaeTCA M ANA TPaHCMNaHTaLMM KOMMNIEKca: meanaHa BbiXKMBaemMocTu Bbipocna ¢ 1,9 (1982 - 1991 rr.) ao



5,6 roga (2002 - 2012 rr.). Yauue BbinonHAeTca bunatepanbHas TpaHcnAaHTauMA nerkux. OAHaKo BbIXKMBAEMOCTb
nocne npoBeAeHUs TPaHCNAaHTaUMW OAHOro WAW ABYX JIETKMX MPUMEPHO oauHaKosa. COracHO AaHHbIM
peructpa MexayHapogHoro obuiectBa TpaHCM/aHTaUMM cepaua M Aerkux, nNpu cuHapome Di3eHMeHrepa
BC/1IeICTBME MPOCTbIX NOPOKOB U30/MPOBaAHHAA TPAHCM/IAHTaLUMUA SIerKOro ¢ 04HOBPEMEHHOW KOppeKLMen NopoKa
MOXeT ObiTb meTogom Bbibopa. [Mpu XKenyaouykosbix AedeKTax Aydlwmve ucxodbl HabaogawTca npu
TpaHCM/IaHTaUuKM Iero4HO-cepae4yHoro Komnaekca [6, 218].

- PekomeHgoBaHa TpaHCOAAHTAUMA JIETKUX WAW TPaHCNAaHTaUMA JIErOYHO-CEPAEYHOro KOMMJEeKca
naumeHTtam c JIAT npn HeapdeKTMBHOCTM KOMBUHMpPOBaHHOM [6, 10, 217, 218].

- EOK llaC (Y44 5 YYP C)

- PekomeHpo0BaHO BKAYATb B JIUCT OXWUAAHWMA OUNaTepasbHOW TPAHCMIAHTAUMM  NIETKUX UK
TpPaHCN/AHTaLMW Iero4YHo-cepaevyHoro Komnnekca 6onbHbix JIAM n HeonepabenbHon XTI/ ¢ BbICOKMM PUCKOM
¢daTanbHOro Ucxoga NPy HasHa4YeHUM TPOMHOM KOMBMHMPOBAHHOM cneumduyeckol Tepanuu [6, 10].

- EOK 1IbC (YOA 5 YYP C)

3.4 UHTeHCMBHaA Tepanus NALMEHTOB C AeKOMNEeHcauMeli IeroyHoii apTepuanbHO rMnepTeH3umn

CMMNTOMbI  TAXKE/IOM MPaBOXKENYLOYKOBOM CEepAeYHON HEeAOoCTaTOYHOCTM (nepudepuyeckme OTeKM,
aHacapKa, acuuT) B COYETaHUM C CUCTEMHOW TUMOTOHWEN, TaxMKapauen, 61e4HOCTbIO KOXKHbBIX MOKPOBOB MM
LMaHO30M, 0bLwel cnabocTbio M MPECMHKONabHbIMU COCTOAHUAMMK Pa3BMBaAOTCA 0BObIMHO Mpu TAxKenon NIAT u
ABNAIOTCA MOKasaHMeM A/aA JleYyeHus B Nanate WMHTEHCUBHOW Tepanuu. [paBoXKenynoukoBas cepaedHas
HEeOCTaTOYHOCTb MOXKET ObiTb CeACTBMEM KaK CUCTO/IMYECKOM, TaK U AMACTOAMYECKON ANCOYHKUMM NPaBoro
}enygouka. Mpu cuctonmnyeckon AMCPYHKUMM NPaABOro KesyAoyKka B MepByt ovyepenb CTPagaeT HanoJHeHue
NIeBOTO KeNy[ouka M cepaedHbllii BbIBpOC, TOraa Kak npy AWMAcTO/IMYecKol ero AUCPYHKUMKM LOMWHUPYLOT
NPW3HAKM BEHO3HOro 3acTosl MO 60ONbLIOMY Kpyry KpoBoobpalieHus. M B Tom, U B APYrom ciay4ae BO3HWMKaeT
No/IMOpPraHHas HegoCTaTOYHOCTb C NMPEUMYLLECTBEHHbIM NOPAXKEHNEM NEeYEeHU, NOYEK M KMLWEYHMKa. MaumeHT ¢
AeKomneHcpoBaHHOM JIAT HyK4aeTca BO BCECTOPOHHEM 06CNefioBaHUM C UCKIOYEHUEM MOANPULMPYEMbBIX
NPUWYUH, KOTOpble CTanu Tpurrepamu yxyaweHus JIAT, TakuMX KaK MHTEPKYPpPEeHTHas WHOEKLMA, yxyaleHue
TEeYeHUs COMyTCTBYIOWENW NaTONOrMM, aHEMMYECKUI CUHAPOM, HapylleHusa puUTMa/MpoBOAMMOCTM, OCTPas
TpoMb603MbONUA NerovHom aptTepun, nobouHble adhdeKTbl NnekapcTBeHHOM Tepanuu [219].

- PekomeHpgyeTcs rocnutanMsauma B OTAENEHWME WMHTEHCUMBHOW Tepanuu naumeHTam c JII ¢ yactoTown
cepAeyHblx cokpalleHuit > 110 yaapos/MUH, HU3KMM CUCTEMHbIM AaBfieHuem (cuctonmyeckoe ALl < 90 mm pT.
CT.), OIUroypuen 1 noBbiWEHHbIM YPOBHEM NlaKTaTa BCAEACTBUE COMYTCTBYHOLLEN NaTosiorMm unm 6es Hee [6, 219,
220].

- EOK llaC (YOA4 5 YYP C) ana naymeHTos IV ®K

- PeKomeHayeTca NoCTaHOBKa LEHTPA/NbHOIO BEHO3HOMO KateTepa B TAKenblX cayvanx JIAT Ans KOHTpos
[aBNEHMA HaMOJHEHWA NpaBblX Kamep cepaua npyM NpoBeAeHMM MHQPY3MOHHOM TepanuuM M aAeKBaTHOro
[03MPOBaHUA NETNEBLIX AMYPETUKOB, a TaKKe O1A OUEHKM caTypauMu No KUCAOPOAYy CMeLaHHON BeHO3HOW
KPOBW, YPOBEHb KOTOPOM XapaKTepum3yeT CepAEUHbIl BbIBPOC M OKCUreHaL Mo opraHos/TKaHel [220].

- EOK et (YA4,5 YYP C)

- PeKomeHayeTcAa paccMoTpeTb BO3MOXKHOCTb YBKC wan mcnonb3oBaHue Apyrux YCTPoOMCTB ANA
MOHWUTOPUPOBAHMUA COCTOSHUSA 6GONbHOrO Yy MNAUMEHTOB C TAXENION NpaBOXenyaouyKoBOW cepAaedyHou
HeA0CTaTOYHOCTbIO U B CI0XKHOM KAMHMUYECKOM cntyauum [6, 219, 220].

- EOK et (YA4,5 YYP C)

- PekomeHAayeTcs HasHayeHWe agpeHo- U A0NaMUH-CTUMYAATOPOB Y NALUMEHTOB C CUCTEMHOM FTMNOTEH3UEN
ONA KOPPEKLUMU reMogMHaMUYEeCKMX HapyLleHui [6, 220].



-EOK IC (YAA4 5 YYP C) ana naumeHTos IV OK

- PekomeHayeTcA HasHavyeHWe HopanuHedpuHa** naumeHTam ¢ /Il 4nA KOPPEKLMU CUCTEMHOW FTMNOTEH3UN
W HapyLweHni nepdysnn *KM3HEHHO BaXKHbIX OPraHoB, pedpaKTePHbIX K APYITMM MHOTPOMHbIM Npenapatam [343].

- EOK 11bB (Y44 5 YYP C)

- PexkomeHayeTca WCMo/b30BaTb afApPeHO- M AONaMUH-CTUMYIATOPbI UM MPoYMe KapAMOTOHMYecKue
npenapartbl (A0bytammnH**, nesocumeHgan**) ana ontummsauum cepaedvHoro Bbibpoca 1 AnMypesa y NauueHToB C
Nr [6, 219, 220].

- EOK HeT (YO4,5 YYP C)

- PekomeHayeTca AN yMeHbLUEHUA NOCTHarpy3KuM NpaBoro Xeayaodka y nauueHTtos ¢ JII ncnosb3osatb
cneumduyeckyto Tepanmio aHrMNepTeH3MBHbIMM NpenapaTtamu ana nevenuns JIAT n unranaumm NO [6, 219, 220].

- EOK HeT (YA, 5 YYP C)

- PekomeHA0BaHO paccMoOTpPeTb BO3MOXKHOCTb NpumeHeHns DKMO B KayecTBe BPEMEHHOM MOALEPMKKM
nepes, TpaHCNAaHTaUMeEN NEerkux MAU MNpu OXUAAEMOM pPaspelleHUM TPUITePHOW CUTyauuu, 3anycTuBLei
AeKomneHcauuio  3aboneBaHMsA, Yy NaumeHToB C  pedpakTepHOM NpaBOXKenyAo4yKoBOW  cepaeyvyHoMl
HeA0CTaTOMHOCTbIO, HapsAAy C MaKCMMabHOM cneunduyeckon Tepanueit JIAT [6, 219, 220].

- EOK Het (YOA4 5 YYP C)

- He pexkomeHAOBaHO MNpMMEHEHME MeTOAO0B MeXaHMYeCKON MNoAAep)KKM nauMeHTam B  Ccay4dasx
HEBO3MOYHOCTU YCTPaHEeHMA NPUYMHbI geKkomneHcauumn JSIAT uan BbINOMHEHMA TpaHCNAaHTaUMK Nerkux BBuay
HaNM4YMA NPOTUBOMNOKa3aHuit [220].

-EOK (YA4, 5 YYP C)

Anroputm BblbOpa ONTMMANbHOM TaKTUKM nedeHua nauueHtoB c JIA[ npeactaBfeH Ha puUCyHKe 2 B
npunoxkeHun b.

3.5.1. /lerouHasa apTepuanbHan runepTeH3na, acCouMMpPOBaHHanA C BPOXKAEHHbIMM NOPOKaMMU cepaua

BbloenAatoT HeCKOIbKO BapuaHTOB TedeHua JIAT y naumeHToB ¢ BIC, nmetowmx CUCTEMHO-ErOYHbIE LYHTbI
[70]:

|. cMHAPOM Dit3eHMeHrepa, KOTopbli 06bIYHO Pa3BMBAETCA Y NALMEHTOB C KPyNHbIMK aedeKkTamu (aedpekrt
MeXnpencepaHon Neperopoakun >= 2 cM, AedeKT MeXKKeNya04KoBoN Neperopogkm >= 1 cM), Xxapaktepusyercs
M3MEHEHMEM HanpaBNeHMA LWYHTA CchpaBa HafeBo WAW  ABYHaNpPaB/iieHHbIM LWYHTUPOBAHWMEM KPOBM,
COMpPOBOXKAAETCA LLMAHO30M M BTOPUYHbBIM 3PUTPOLLUTO3OM.

II. AT y NauMeHTOB C KPYMHbIMW U CPeaHUMKN AedeKTaMu, C NeBO-NPaBbiM LYHTUPOBAHUEM KPOBM, C
HOPMa/IbHbIM YPOBHEM CaTypaLMM apTePMaNbHON KPOBM MO KUCIOPOAY.

[Il. NAT npu menknx gedekrax (AMMMN < 2,0 cm, AMKIM < 1,0 cm);

IV. JIAT nocne koppeKkuun BIMC m npu OTCYTCTBUM BHOBb BbIABAEHHbLIX MOPOKOB WU pe3uayanbHbIX
nedeKrTos.

PacnpoctpaHeHHocTb JIAT, accoummpoBaHHoi ¢ BIC, wupoKo BapbupyeT - oT 4,2% No AaHHbIM perucrpa
BNC po 28% no pesynbtaTam KOFOPTHbIX WCCAeA0BaHWM  CNeuuanmnsmpoBaHHbIX LEHTpoB. CuHApom
Jli3eHMeHrepa, Kak KpaHuit BapuaHT JIAT, BcTpedaeTtcs B 0,001% obuwei nonynsumm Hacenenmna ny 1,1 - 12,3%
naunenTtos ¢ BMNC. Koanvectso naumeHToB ¢ BMC 1 JIAT HeyKnoHHO pacTeT 1 bonee 74% NaumMeHTOB C CUHAPOMOM
d3eHMeHrepa gocTuratoT Bo3pacta 50 net [222]. OnAa nauyeHToOB C CMHAPOMOM DM3eHMeHrepa, Hapagy c



oAplwKoi npu @PH, xapakTepHbl UMaHO3, KOMMEHCATOPHbIA BTOPUYHbIMA 3PUTPOLUTO3, TPOMOOUUTONEHMUSA,
Tpomb0aMb0INA  NIErOYHOM  apTepUMM W NerovyHble KPOBOTEYEHUA, LepebpoBaCKY/IAPHbIE OC/IOXKHEHUS,
MHOEKUMOHHbIN 3HA0KAPAMUT, @ Ha NO3AHUX cTaausAxX 3a601eBaHMA - MONIMOPraHHble HapylleHusa. Tem He meHee,
HECMOTPA Ha AAMTeNbHO cyulecTByollyto JIAT, TpexneTHAs BbIXKMBAEMOCTb MNAaLMEHTOB C CUHAPOMOM
dii3eHMeHrepa cyliecTBeHHO Bbile (85%), yem y naumeHToB ¢ JIAT nocne KoppeKuuu BMC n y naumneHtos ¢ UMAT
(68%), uTo, BEpPOATHO, CBA3AHO C XOPOLUEN COKPaTUTENbHOW CMOCOBHOCTbIO rMNepTPOPUPOBAHHOIO MPaBOro
Kenygodka M CyWecTBOBAaHMEM MPaBO-1€BOr0  LWIYHTA, Pa3rpyKalowero npasble OTAenbl cepaua u
obecneynBaloLLEro aeKBaTHbIN cepaeyHbli Bbibpoc [348].

- PekomeHayeTca npoBoauTb obcnegoBaHue naumeHtoB ¢ JIAT Ha ¢oHe BIMC no craHgapTHOMY
OMArHOCTUYECKOMY  anropuTmy naumeHtoB ¢ JII ¢ o06A3aTenbHbIM  WUCMNO/Ib3OBAaHMEM  COBPEMEHHbIX
BM3yanusupyowmx metogos (MCKT, MPT) 1 3oHaupoBaHua Kamep cepgua [6, 43, 70, 71].

- EOK HeT (YAA4, 5, YYP C)

- PekomeHAyeTcs NpoBOAMTL NMYIbCOKCMMETPUIO B MOKOE U Npu Gr3nMyeckon Harpyske nauneHtam c JIAl Ha
¢doHe BMNC gns oLeHKN HanpaBAeHHOCTM CUCTEMHO-/IErOYHOrO WyHTa [70, 71].

- EOK Het (YO4 5 YYP C)

- PekomeHayeTcs NpoBoAUTb 30HAMPOBaAHME Kamep cepaua nauueHtam ¢ BMC gns onpegeneHus creneHu

Taxkectn JII, yTOYHEHUA ee remoAMHaMMYEecKOro BapuaHTa W onpeaeneHua MOKasaHMIA K XMPYypruyeckom
Koppekuun [6, 12, 43,70, 71, 101 - 114].

- EOK IC (YAA4 3 YYP B)

- PekomeHayeTca npoBoguTb OLeHKy nerodyHoro (Qp) n cuctemHoro (Qs) KPOBOTOKA TONbKO C MOMOLLbIO
npPsMoro uam Henpamoro metoga ®uka [70, 223].

- EOK Het (YA4,5 YYP C)

- PekomeHayeTca xupyprudeckas Koppekuusa BMNC naumeHTam c npeobnagaHMem CUCTEMHO-NErOYHOro
HanpasieHuna wyHTa (Qp/Qs > 1,5:1), ecam uHaekc JICC < 4 ep,. Byaa*m?, a cootHoweHne JICC/ONCC < 0,3 [6, 70,
71, 223].

-EOK llaC (Y44 5 YYP C)

- He pekomeHayeTca xupypruyeckaa Koppekuusa BMC naumMeHTam ¢ npeobaagaHnem CUCTEMHO-1€FOYHOTO
HanpasaeHuna wyHTa (Qp/Qs > 1,5:1), ecam uHaekc JICC > 8 ea. Bypa*m?, a cootHoweHne JICC/ONCC > 0,5 [6, 70,
71, 223].

- EOK IlaC (YA,4,5 YYP C)

- PeKomeHayeTcs paccMOTPETb BO3MOXKHOCTb BbINOMHEHWS OMepauumn C HenoJiHbiM (GeHecTpnpoBaHHbIM)
3aKpbITMEM LWYHTa MNaumeHTam ¢ npeobnajaHMem CUMCTEMHO-Ero4YHOro HanpasneHusa wyHTta (Qp/Qs > 1,5:1),
umerowmm nHaekc JICC 4 - 8 en. Byga*m? u cootHoweHne JICC/ONCC = 0,3 - 0,5, nocne poobcnenosaHna B
3KCnepTHbIX UeHTpax [224, 225, 226, 227].

- EOK et (YA4,4 YYP C)

- He pekomeHAayeTcs NOBTOPHOE 30HAMPOBaHNE KaMep cepala Yy NalMeHTOB C CUHAPOMOM Iii3eHMeHrepa,
ec/M nepBoHavasibHOoe 30HANPOBaHMe noaTeepAnao anarHos [70].

- EOK et (YA4,5 YYP C)

- PekomeHpyeTca NOBTOPHOE 30HAMPOBAHME Kamep cepauad y naumeHToB C CUMHAPOMOM 3[/’|3eHmeHrepa,
€C/I ANarHo3 Bbi3biBae€T COMHEHNA NN B KAMHUYECKOM KapTUHE Npon3ownun cywecrteeHHble UsmeHeHuA [70].



- EOK Her (YA4,5 YYP C)

KommeHTapun: 3pdektnsHoctb Tepanuu BKK, nHrmbutopamu AMNP pns nedvenma JIAT y naumeHToB C
CMHAPOMOM Di3eHMeHrepa He AoKasaHa. K coxaneHuto, MHPopmaumm o6 apdeKTUBHOCTU cneunduyeckmx
AHTMNEepPTEeH3UBHbIX NpenapaToB AaA nAedeHusa JIAT y nauMeHTOB ¢ CMHAPOMOM dM3eHMeHrepa no pesysabTaTam
PKW TakXe goctatoyHO mano. B HactoAwee BpemA ToNbKo ABa uccnegoBaHma BREATH-5 ¢ ncnonb3oBaHuem
6o3eHTaHa** n MAESTRO c npumeHeHMem MauuTeHTaHa** cneumanbHO CMNAHUPOBAHbI ANA MALMEHTOB C
CMHAPOMOM 3Ji3eHMeHrepa. B wuccnepgosaHun BREATH-5 oTmeuyeHO [0CTOBepHOe yBenMYeHWe A[UCTaHLUK
npoxoxaeHua B TLWIX, yaydyweHne napameTpoB remMOAMHAMMUKM K YETBEPTOMY MEeCsLy MCCAefOBaHMA, YTO U
NMOC/YXKUI0 OCHOBAHWEM A/1A BKAOYEHUsA 6bo3eHTaHa** cpeam Bcex Npoumnx cneunduuecknx aHrmnepTeH3nBHbIX
npenapaTtos aaa AedeHus JIAI B CNMCOK IEKAaPCTBEHHbIX CPEACTB, PEKOMEHAYEMbIX A5 NALUEHTOB C CUHAPOMOM
JiizeHmeHrepa |l ®K (EOK 1B, YYP A, yAO4 2) [6, 228]. Pesynbtatel PKM MAESTRO c wucnonb3oBaHuem
MauuTeHTaHa** y nauMeHTOB C CUHAPOMOM DiM3eHMeHrepa (rpynna nauMeHToB Ha TepanumM MauuTeHTaHoM** n =
114 npoTve rpynnbl naaueb6o n = 112) He NoKasaau yay4yleHUsa NepeHoCUMMOCTU GU3NYECKOM Harpysku K 16-i
Hegene Tepanun [229]. OgHAKoO NonyaauMa NauMeHToB B UCCAeA0BaHMM Oblia KpalHe pa3HOPOAHOM Mo Lesomy
CMEKTPY NoKasaTenel (BKAOYEeHMe B MUCCef0BaHUE HapaBHE CO B3POC/bIMKU MNaLMeHTOB B Bo3pacTe Ao 16 ner,
60nblIOE KO/AIMYECTBO MALMEHTOB CO C/NOXMHBIMW BPOXMAEHHbIMU NMOPOKAMU, CMHAPOMOM [layHa, NaluMeHTOB C
Pas3IMYHOM PACcoOBOM MNPUHAANENKHOCTbIO), YTO, BO3MOMHO, M CTaNo MPUYMHON [AOCPOYHOrO 3aBepLIeHUA
nccneaoBaHUA No NPUYMHE HeAoCTaToOuHOM 3P PeKTUBHOCTU NUccaeyemMOoro npenapaTa.

- PekomeHAoOBaHO Ha3HayeHWe 603eHTaHa™* naumeHTam ¢ cuHapomom 3IiizeHmeHrepa Il ®K gna
yayyweHua ¢usmnyeckoit pabotTocnocobHOCTM M reMoanMHAMUYECKUX NOKasaTenel [6, 228].

-EOK IB (Y44 2 YYP B)

- PeKkomeHAOBaHO HasHayeHWe Tepanuu cungeHadunom, uaonpocTom U apyrumu  IPA, Kpome
603eHTaHa**, nauneHTam c cuHapomom dinseHmeHrepa Il PK ans ynydweHuns usmnyeckolt pabotocnocobHoCTH
M reMogmMHaMNYeCKNX NoKasaTenen [6, 228].

- EOK llaB (YA 4 YYP C)

3.5.2. JlerouHaa apTepuanbHasa r[UNEPTEH3UA, aCCOLUMPOBAHHAA C CUCTEMHbIMM 3aboseBaHMAMM
COEeAUNHUTENNbHOW TKaHU

C3CT B 24% cny4aeB CTAHOBATCA NPUUYNHOMN pa3BuTUa npekanuanspHon JII [230]. Mo gaHHbIM PasIMYHbIX
aBTopoB BcTpeyaemocTb JIAT y naumeHTos ¢ CCA coctansaeT 5 - 12% [231, 232], c cMCTEMHOM KpacHOM BONYaHKOM
- 14%, co cmelwaHHbIM 3ab6oneBaHMEM COEAMHUTENBHOM TKaHU - 21 - 29% [233]. Hanbonee yactoit npuuMHOM
passutua JIAT asnsetca CCA. MexaHuambl dopmupoBaHua /I y nauneHtos ¢ CCL pa3sHOobpasHbl U MOryT 6bITb
006YCN0BNEHbl UHTEPCTULMANBHBIM MOPAXKEHNEM NETKUX, ANACTONNYECKON AUCHYHKLMEN NEBOrO XenyaodKa Ha
¢doHe GMOpPO3HBIX U3SMEHEHNI MMOKapAa, NPoAndepaTUBHOM BacKy/I0NaTUEN NErKNX C USMEHEHMEM KaK MENKNUX
apTepuon, Tak n BeHyn MKK ¢ dopmupoBaHnem dpeHoTunNa, xapaktepHoro ana BOB/ [234]. Mo aaHHbIM pernctpa
PHARQOS (Pulmonary Hypertension Assessment and Recognition of Outcomes in Scleroderma) y 71 naymeHnTa c /Il
13 237 nauuneHTos ¢ CC B 69% cny4yaes peructpuposanach JIAl, y 10% naumeHTos - JIBI n B 21% cnyyaes - /1T,
0bycnoBneHHasa UHTePCTULMANbHbIM GUbpo3om nerkmux Ha doHe CCA [235, 236]. Mpu anddysHoin dopme CCA NI
Yyacto oOyc/noBNEHA MHTEPCTUMLMA/BbHBIM MOPAXKEHUEM NETKUX, TOrAa KaK y MauMeHTOB C JMMWUTUMPOBAHHOWM
dopmoit CCO I dopmumpyeTcs BCieAcTBME MOpayKeHus cocyaoB nerkux [237]. BOB/1 Ha ¢oHe C3CT Hambonee
YyacTo HabsoAaeTca y NALMEHTOB C IMMUTUPOBAHHOM GOPMOI U NPU UHTEPCTULMABHOM MOPANKEHMUM IETKUX Ha
doHe anddysHon popmbl CCA [238]. Takoe pasHoobpasme mexaHU3moB popmunposaHus /I TpebyeT cUCTEMHOro
noaxona B AMArHOCTUKE M MOXKET CYLLECTBEHHO 3aTpyAHATb noabop 3ddeKTUBHON Tepanuu. AKTYyasbHOCTb
CBOEBPEMEHHON AMArHOCTUKM U neveHma JIT y nauymeHtoB ¢ C3CT obycnoBneHa, npexae BCero, KpaiHe
HebNaronpuaTHbIM  MPOrHO30M  Jake npu nposeaeHun 3PPeKkTMBHOMW 6HasncHOW Tepanuu OCHOBHOIO
3aboneBaHMA M UCMNOJIb30BAHUA BCEro apceHana crneunduyecknx npenapaTos ana nedenua JIAT [234]. Mpwm
CcpaBHeHUM ¢ naumeHTamm ¢ WAl rognyHasa BbIXXMBaemMocTb NaumeHToB c JIAl, accounmpoBaHHoi ¢ C3CT, no
AaHHbIM amepuKaHcKoro permctpa REVEAL, cywectBeHHO HuxKe: 93 npotus 86%, cooTBeTcTBEHHO (p < 0,0001)
[239]. [axe npu OTHOCUTENbHO 6MAroNpUATHbLIX TEMOAMHAMMYECKMX MNOKAasaTenax naumeHTol ¢ AT,



accoummnpoBaHHoi ¢ C3CT, yalle Mmenu nepukapamanbHbiit BbiNoT, 6onee HU3Kyo DLCO (44,9 npotus 63,6%
Ao/KHoro y naumeHtoB WAL, p < 0,0001) u ¢u3nyecKylo aKTMBHOCTb. Takum obpasom, nossneHue Iy
naumeHToB ¢ C3CT MOXHO paccmaTpmMBaTb Kak HE3aBMCUMbIN NpeauKTop HebnaronpuATHOroO Mcxoada, Hapaay ¢
NHeBMOGMOPO30M U1 CKNEPOAEPMUYECKMMM NOYEUHBIMU KPU3AMMU.

- PekomeHayeTca ererogHoe CKPUHWHIOBOE BbIMOJIHEHME 3XOKapauorpaduu B MoKoe, ucciemoBaHue
Andpdy3sMOHHON  CNOCOBHOCTM  JIETKUX UM uUcciegoBaHue  ypoBHA  N-TepmuHanbHOro  ¢parmeHTa
HaTpuiypeTuyeckoro nponentuaa mo3rosoro (NT-proBNP) B KpoBM BCeM MaUMeHTam C CUCTEMHOM
CK/IepoAepMUEN € Lesbto paHHero BbisiBneHua /I, B T.4. U Npu oTcyTcTBUM cumnTomatmkm /Il [6, 230 - 233, 235 -
237, 239].

- EOKIC (YA 5 YYP C)

CoBpemeHHble pPeKOMEeHAauMu Mo HanpaBJeHUK MNAUMEHTOB Ha KaTeTepus3aumio cepgua C Lenbko
Bepuduraumm JII otpaboTtaHbl Ha naumeHTax ¢ UJIAT, Torga Kak JIAT npu accoummpoBaHHbIX 3ab0neBaHUAX U
COCTOAHUAX MOXKET MMETb CBOM 0COBEHHOCTU. YUUTbIBAA MHOFOPaKTOPHOCTb MOBbLIWEHUA A,aBAEHUA B SIEFOYHOM
apTepuu y naumeHToB ¢ CCL 1M HU3KYIO UX BbIXKMBAEMOCTb, BEAETCA NMOUCK AOMNOJHUTENbHbIX GAaKTOPOB, KOTOpPblE
6bl no3BoanAnM amarHoctupoBaTb JIA[ Kak MOXHO paHblie. B 3Toil cBsA3M A[na peweHua Bonpoca o
HeobxogmmocTn YBKC npepgnoxeHo ABa anroputma paHHen guarHoctuku JIAT, accoummpoBaHHon ¢ CCA.
MepBblt anropuTm, NpeasoxeHHblin B uccnegosaHum PHAROS, ocHoBaH Ha oueHKe AaHHbIX cnvporpadum u
DLCO: cooTHOweHMe ¢GOPCUPOBAHHON KU3HEHHOW emKocTh nerkux/DLCO >= 1,6; DLCO < 55% npwu
bOopCMpPOBaHHOM KU3HEHHOW €MKOCTU Nerkux < 65% B coueTaHMM C OTCYTCTBMEM NPU3HAKOB MHTEPCTULMANBHOTO
NMopaKeHWA IerkMxX No AaHHbIM KOMMbIOTEPHON ToMorpadun; pacyeTHoe AaB/eHWe B MPaBOM Xenyaodke > 35
MM pT. cT. [237]. Btopoit anroputm npeasoxkeH B uccnemoBaHum DETECT gns naumeHToB, CTPagaloLLmX
NMMUTUPOBaHHOM dpopmoit CCL, B TeueHUe He meHee 3 neT. [InarHoCcTMKa OCHOBbIBANACh HA OLLEHKE COOTHOLWEHMUA
bOPCUPOBAHHOW KM3HEHHOM emKocTM nerkux/DLCO, Haiuuusa TeneaHrnsKTasui, aHTUTeN K LeHTpomepam,
ypoBHA NT-proBNP 1 Mo4eBOI KUCNOTbI, @ TAK}Ke Ha OTK/JIOHEHWUWN 3/1IeKTPUYECKOM ocu Bnpaso Ha IKI, naowaan
npaBoro Npeacepans U CKOPOCTM TPUKYCNMAANbHON peryprutaummn no AaHHbIM 3Xokapaunorpadum [240, 241].
OTpuuatenbHan npeackasaTebHasa LEeHHOCTb AaHHOro anroputma cocrasuna 4%.

- PekomeHayeTcs npoBeaeHne YBKC Bo Bcex cnydasx nogospeHus Ha JIAT, accoummpoBaHHyto ¢ C3CT [6,
231, 235, 237 - 241].

-EOKIC (YA 3 YYP Q)

Cpean naumenToB c JIAT-C3CT nosnoKuUTebHbIM Ba3opeaKTUBHbIN TecT HabatogaeTca B meHee 1% cnyyaes,
NMosSTOMY OLEeHKa Ba3opeaKTMBHOCTM BO Bpema YBKC y paHHOM KaTeropum nNAUMEHTOB He MNPOBOAUTCA W,
cootBeTcTBeHHO, BKK gns neyeHua JIAT He ucnonb3ytoT. B 6onbwmnHctee cnydyaes BEKK npumeHAOT Tonbko B
KayecTBe Tepanuu cuHgpoma PeiHo.

- PekomeHayeTca paccMOTPeTb BO3MOMHOCTb HasHadeHuMAa HAK B mMHAMBMAYanbHOM nopagKe M npu
Ha/NIMYMU CKNOHHOCTU K Tpombodunnm naumeHtam c J1Al, accoummpoBaHHoi ¢ C3CT [6, 237, 239, 240, 241].

- EOK IIbC (YAZ4, 5 YYP C)

MaumeHTtbl ¢ C3CT nNpMHMMaAAM y4yacTme BO BCeEX OCHOBHbIX PKW co Bcemu rpynnamu cneumduyeckmnx
npenapatoB. HasHayeHune cneumduyeckoin tepanumn JIAT 6onbHbiMm ¢ CCL NO3BOAMNO YBEANYUTb TPEX/IETHIOHD
BbIXKMBAEMOCTb naumeHToB ¢ 45 o 56%. OpgHako Konmyectso y4vactsyowmx B PKU naumentos c JIAT-C3CT
HecornocTaBUMO MeHblle Mo cpaBHeHWUo c KoamdectBom WJIATM-naumeHToB. PKW, nocBAlLeHHble OUeHKe
cneunduyeckonn Tepanuu B rpynne naumeHtoB ¢ JIAM-C3CT, B HacToAliee Bpema OTCYTCTBYIOT. 3TO MMeeT
onpeaeneHHoe 3HayeHue, MOCKOJIbKY naumeHTbl ¢ C3CT 6o0nee cTapluero Bo3pacTa 4acTO MMEKT CKeNeTHO-
MbllleYHble npobnembl M CONYTCTBYIOLLYHO MNATONOMMIO, YTO OrpaHMUYMBaET BbIMOJSHEHME W WHTepnpeTauuto
Harpyso4HbIx NPob. ITM 0COBEHHOCTM OTPA3U/IUCh HA pe3yabTaTax KpaTKOCPoUHbIX PKU, roe oaHOM M3 KOHEYHbIX
Touek 6bin TWX. Tak, y naumeHTos c JIAT-C3CT oTmeyanca MeHbLUMIA NPUPOoCT anctaHumm B TLUX no cpaBHeHMIO €
6onbHbiMK ¢ UJIAT. B 3TOl cBA3KM pe3ynbTaTbl nocaegHux gonarocpouHbix PKU SERAPHIN u GRIPHON [202],



OLLEHMBAOLWMX KOMOMHMPOBAHHYIO KOHEYHYIO TOYKY B BMAe 3aboneBaemMocT, NeTanbHOCTWU, NPeacTaBAAloT
0CcobbIit MHTepec B KoropTe naumeHToBs ¢ JIAT-C3CT. Ho cneayeT umeTb B BUAY, 4TO rpynna naymeHTos ¢ JIAT-C3CT,
NpPUHUMaBLIKMX yd4acTne B PKU, Toke HeopHopopgHa. TeyeHue 3ab6o0sieBaHMA, MopakeHWe OpraHoB (nerkue,
cepaue, BOBJ), conyTcTBylOLWas Tepanmsa 1 OCNOXKHEHMUA MOTYT CYLLECTBEHHO PA3IMYaTbCA MeXAy NaumeHTamm ¢
CKB, CCA w gpyrumm C3CT. B 6onbwmHctBe PKU natonorna Nerknx MCKAOYManacb Ha OCHOBAHMM L@HHbIX
nccnefoBaHnA GyHKUMM BHELWHEro AblXaHWA, Tor4a Kak BbinosHeHne MCKT rpygHOM KNeTKU ANA UCKAKYEeHUA
dunbposa/ambusembl nerknx He Tpebosasocb. Kpome Toro, y maumeHtos ¢ C3CT 4acto mopaskaroTcsa jesble
Kamepbl cepaua, YTo 3Ha4YUTE/IbHO yXyALlaeT NporHo3 y nauueHTos ¢ JIF-C3CT [108]. Tak, no gaHHbIMm B. D. Fox c
coaBTopamu oKoso 2/3 naumeHtos c JIAM-CCH umetoT noctkanuansapHyto JII, Kotopas BbIABAAETCA NPU OLEHKe
[3NA, Ho TonbKo B 1/3 cnyyaes sBeHosHaa /1T sepudumumpyetca npu nHBasnsHom nsmepeHun KOO K (14%) nan
BOAHOM Harpyske (17%) [242]. Kpome Toro, y 4yactu naumeHtoB ¢ CCA JIAT moskeT mmeTb YepTbl BOB/. B
nyé6amkaumm S. Gunter ¢ coastopamu (2012) y 60% nauymeHToB ¢ JIAM-CCA, HanpaBAeHHbIX Ha TPaHCMAaHTaLUMIO
nerkux, no gaHHoim MCKT obHapynanuce 2 n 6onee npmsHakos BOBJ1, 4TO accoLMMpPOBanoch C pasBUTUEM B
50% cnyyaeB oTeKa Jierknx Ha ¢oHe cneunduryeckon Tepanmm aHrMNEPTEH3UBHLIMU NpenapaTamm 48 neYeHuns
NAT 1 6bicTpoii cmepTblo [243]. Bo3MOXKHO, AN18 TOro 4Tobbl OLLEHUTb BMAHME cnieunduyeckoi Tepanum B rpynne
NAT-C3CT, Tpebyetca bonee TwaTteNbHbI OTOOP NALUMEHTOB C CO34aHMEM OLHOPOAHOM rpynnbl UK CO3haHUE
oTgenbHoro npotokona PKU gna naumeHtoB ¢ C3CT. AHanu3 TakoW OAHOPOAHOWM rpynnbl nauueHTos ¢ JIAT
NoO3BOJIN OTEYECTBEHHbIM aBTopam chopmMmyamnpoBaTb KoHuenumto JIAM-accounmposaHHOro peHoTumna CUCTEMHOM
cknepogepmmumn  [345]. Tpu3HaAKamMM CUCTEMHOMN CKAepoaepmMuK, B3aummMocBsf3aHHbIMM ¢ JIAl, asnstoTcs
ANvTenbHoe TedeHue 3abonesaHna o passuTua JIAT (6onee 12 net oT NepsbiXx NPU3HAKOB CMHApPOMa PeliHo),
MWHVMANbHO BbIPa*KEHHOE YMNJIOTHEHME KOMM WKW ero OTCYTCTBME (BMCLEPANbHAA CKNEpPOoAepmMMs), Hanuuune
TeNIeaHrMaKTa3ni, NoBbIEHNE YPOBHEN MOYEBOW KUCNOTbI, HAIMYME AHTULLEHTPOMEPHbBIX aHTUTEN, OTCyTCTBME
aHTUTen K Tononsomepase-1. [JaHHbI CMMNTOMOKOMMAEKC NO3BOIAET BblAEANTb FPynny pucKa passutua JIAT ana
6onee paHHeN ANarHOCTUKM.

- PekomeHgoBaHo y naumeHToB ¢ JIAT, accoummpoBaHHoi ¢ C3CT, NPUMEHATb TOT e aJropuTM SeYeHus,
yto 1 y naumnerTos c AT [6, 9, 10, 188, 192, 199, 202, 206, 208, 242, 244, 245, 246].

-EOKIC (YOO 1YYP A)

- PekomeHAayeTca MNPUMEHATb CTPaTeruio AOCTUNKEHUSA 30Hbl HW3KOrO PUCKa NeTasbHOCTU B NedYeHUn
nauneHTos c JIAT, accounmpoaHHoi ¢ C3CT [6, 9, 10, 206, 242, 244].

-EOKIC (YOO 1YYP A)

KommeHTtapun: PKW, cpaBHuBatowmux 3¢PpGeKTUBHOCTL NpenapaTtoB pPas/MyHbIX TPynn B KayecTse
MOHOTepanuu y naumnentoB c JIAM-C3CT, He npoBogunockb. EBponeickme pekomeHgauum 2015 roga He patot
OTBETa O NpenapaTe BblbOpa B KayecTBe MOHOTepanuu Ansa naumeHTos ¢ JIAM-C3CT. CooTBETCTBEHHO, B MPUHATUM
peLleHna B OTHOLWEHUN MOHOTEPanMM PasyMHO UCXOOUTb U3 PUCKA JIEKAPCTBEHHbIX B3aUMOAENCTBUIM, HAIMUUA
rnopaxkeHua nevyeHun (OUNAMAPHBIA UMPPO3 NedyeHn) M novek. Tem He MeHee, WHTEPECHbl pPe3y/bTaTbl
MHOTFOUEHTPOBOro npocnekTuBHoro pernctpa PHAROS, B KOTopbiA BKAOYanMcb naumeHTbl ¢ CCO v BnepBble
aunarHoctupoBaHHon /1T | rpynnbl. BonbHbIM HasHavyann moHoTepanuio UPI-5 nnmn IPA, nnn KOMBUHUPOBAHHYHO
Tepanuio NPO3-5 n IPA. Cnycta 6 mecALEB NeYEeHMA OUEHMBAN KOHEYHYIO TOYKY - BPEMA A0 KJAMHUYECKOro
yxyawenua JIT, KoTopoe BK/OYaN0 B ceba TaKMe NOKA3aTeNm, Kak IeTaibHOCTb, rocnuTanunsaums B ceasm ¢ J1AT,
TPaHCN/IAHTaLMA, HAYa/l0 TepanmMm NapeHTepasbHbIMU CUHTETUMECKMMW aHANOramMM NPOCTAUUKAMHA, YXYOLIeHMe
TeuyeHuA. B nccnegosaHuma Bkaoumnm 98 nauymeHTtos ¢ CCA (3PA = 24, UOO3-5 = 59, IPA + UD3-5 = 15). Bce Tpu
rpynnbl He pas3in4yainCb MO MCXOAHbIM XapaKTepUCTMKam. B pesynbTaTe KOHEYHas TO4YKa - Bpema A0
KAMHUYECKOTO YXyALEeHUs - 6bl1a 3HAYMTE/IbHO XY*Ke Y NALMEHTOB CO CTapTOBOM Tepanueit PA no cpaBHeHUIO €
rpynnamm UPL3-5 n KOMOBUHMPOBAHHOW cTapToBOW Tepanun UDOS-5 + I3PA (p = 0,0001). 3a nepuog
HabntogeHua 6onee Tpex net 10 naumneHTos (41,6%) ymepau B rpynne IPA no cpaBHeHuto ¢ 4 naumeHTamu (6,8%)
B rpynne M®N3-5 n 1 nauneHToM B rpynne KombuHMpoBaHHOMN Tepanun NOO3-5 n 3PA (6,7%) (p = 0,004).
basoBbiMM daKTOpaMn, HE33aBUCMMO acCCOLMMUPOBAHHbIMKU C Hosee KOPOTKMUM MEPUOAOM A0 KAMHUYECKOTro
yxyaweHus, 6bian ctaptoBasa moHoTepanus 3PA (OP 2,63; p = 0,009), Hu3kasa DLCO (OP 0,69 Ha 10% M3meHeHuUs;
p = 0,04), Bbicokoe JICC (OP 1,10 Ha usmeHeHue B 1 ea. Byaa, p = 0,007) [244].



MpumeHeHWe CTapTOBOM KOMOMHMPOBAHHOW U NOCAeA0BaTe/IbHOM crieundryYecKon Tepanum y naumeHToB C
NAT-C3CT AemMOHCTPMPOBANO TOT Ke MOJIOKUTE/IbHbIM TpeHa, 4To M y naumeHToB ¢ WJIA[, B OTHOLWEHUU
YMEHbLUEHUA PUCKOB HebnaronpuaTHbIx cobbiTnin [242]. CornacHo cucteme ctpatuduKkaumm pucka REVEAL, CCA
Kak npuymHa JII asnsetca camoctosaTelbHbIM GaKTOPOM pUCKa HeBAAronpuMATHOIO MCX0Aa, MO3TOMY BO3HWKAET
BOMPOC O uUesnecoobpasHocTM Gonee arpeccMBHOM cTpaTerMm nedeHua y naumeHtoB ¢ JIAM-C3CT M paHHem
Ha3Ha4YeHMM CTAPTOBOM KOMOMHWUPOBAHHOM  cneumduyeckoir Tepanuu. [pekpacHOM  wAnOCTpaumen
3pPEeKTUBHOCTM TAKOro NoAxoAa CTano XOpowo chsaHupoBaHHoe PKM AMBITION, B Kotopom 216 "HauBHbIM"
naumeHtTam c JIAM-C3CT (24% Bceit nonynsaumm nauumentoB ¢ JIAT | rpynnsl; 137 naumneHTtoB c JIAM-CCL) 6bina
HasHayeHa CTapToBas KOMBUHMpPOBaAHHaA Tepanusa ambpuseHTaHOM** u Tapanapunom#t (n = 118) n B ABYX
rpynnax - moHoTepanusa ambpuseHTaHoM** M moHoTepanusa Taganapunom#t (n = 99). MepBUUHYIO KOHEYHYIO
TOUKY, BPEMA 40 KAMHUYecKoro yxyawenus JIAT, aocturamn 32% naumeHtos ¢ UIAT/HacneactseHHoi JIAT u 40%
nauneHtoB ¢ JIAM-C3CT B rpynnax MOHOTepanuu, TOr4a Kak B rpynne cTapToBOM KOMOWHWMPOBaHHOW Tepanuu
ambpuseHTaHOM** 1 Tapganadunom#f NEPBUUYHYIO KOHEYHY TOYKky gocturam  19% nayueHToB C
WNAT/HacneacreeHHon JIAT (cHuxeHne Ha 49%) n 21% naumeHTtoB c JIAM-CCO (cHukeHue Ha 56%) [245].
Hanpotus, B uccnegosaHnm COMPASS-2 nobasneHue 603eHTaHa** K yxke umetowlelica Tepanum cungeHadunom y
naumeHToB c JIAT-C3CT (n = 88, u3 Hux nauueHToB c JIAT-CC - 38) He npuBeno K ycuneHuo adpoekrta
MOHOTepanuu cungeHadunom; 6onee Toro, 6blI0 NpeKpaleHO [AOCPOYHO B CBA3M C  YBE/IMYEHMEM
renaToTokcmyeckoro adpdekta 603eHTaHa** no 22% B 0bwein rpynne JIAT | rpynnbl Ha $OHe COBMECTHOro npuema
¢ cungeHadumnom [185]. MosTomy BbIBOAbI O HewuenecoobpasHOCTU KOMBUHAuUK cungeHaduna n 6o03eHTaHa**
npUMeHUMbI 1 K naumeHTam ¢ JIAT-C3CT [9]. B ponrocpoyHom PKU GRIPHON oueHunBanacb nocnegoBaTenbHas
KOMBOMHMPOBaAHHAA Tepanusa C NPUMeEHEHMEM cenekecmnara y nauuenTos ¢ JIAT | rpynnbl, gona nauneHTos c J1AT-
CCA coctaBnsna 15% (n = 170, 78% u3 KOTOPbIX y:Ke nonydyanu cneumdudeckyo Tepanuio, npudyem 36% -
KOMOUMHUpPOBaHHYO Tepanuio WPO3-5 m ISPA. B rpynne nauMeHTOB, He NOAy4YaBWKMX cenekcunar, ¢
WNAT/HacneacteeHHol JIAT/nekapcteeHHON JIAT NEPBUYHYIO KOHEUYHYHO TOYKY A0CTMIAU 43% nauueHToB, Toraa
Kak B rpynne JIAM-CC/, - 49%. B rpynnax naumMeHTOB, NOAYyYaBLUMX TEPANMIO CENEKCUMNArom, MePBUYHYIO KOHEYHYIO
TOuKy gocturamn 28% naumeHTtos ¢ U/1Al/HacneacteseHHol JIAT/nekapcteeHHon JIAT u 32,5% c JIAM-CCA. Takum
obpa3om, fobasneHne cenekcnnara B Ka4ecTse BTOPOro M TPETbEro NpenapaTa ConpoBOXKAaN0Ch YMEHbLUEHUEM
pUCKa HexenaTesbHbIX cobblTuiA y naumeHToB ¢ JIAM-CCL Ha conoctaBuMom ypoBHe ¢ 6osbHbimu UJIAT [202]. B
PKWU PATENT-1 usydyanocb BaAuaHue Tepanuu puoumryatom** y naumentos c JIAl | rpynnbl (n = 443) yepes 12
Hegenb Tepanum Ha TPH (TLUX-nepBMYHAnA KOHeYHasi TOYKA) M BTOPUYHble KOHeuyHble Touku (PK JIAT (BO3),
ypoBeHb NT-proBNP, nHaekc Bopra, KauecTBo ¥KM3HU, BpeMA A0 KAMHMUYECKOro yxXyalweHus, 6esonacHocTb). [ons
naumneHtoB ¢ JIAM-C3CT coctasnsna 25% (n = 111, u3 KoTopbix 66 NauueHTOB cCO cKaepoaepmueitr). B rpynne
nnauebo 6b110 25 naumeHToB, 71 60/1bHOM B rpynne MakCMMaibHOM CYTOYHOM A03MPOBKM puounryata** 2,5 mr 3
pasa B geHb 1 14 naumeHTOB B rpynne, nosyyasweit 1,5 mr 3 pasa B geHb [199]. B PKU PATENT-1,2 y nauMeHTOB C
NAT-C3CT Ha ¢doHe Tepanum puoumnryatom** goctosepHo yBennuymsanacb guctaHums B TLUX, cHukanca ®K AT
(BO3) u JICC, Bo3pactan cepaedHbii MHaekc [199]. MNoBbiweHWe TONEPaHTHOCTU K GU3MUYECKOW Harpyske u
cHukeHne OK JIAT 66110 YCTOMUYMBLIM M HA BTOPOW rof HabatogeHuA. [BYXNETHAA BblIXKMBAEMOCTb MNALMEHTOB C
JNIAT-C3CT coctasuna 93% v 6bl1a cONOCTaBUMOM C TaKOBOW Yy MauneHToB ¢ UTAT, 4To cylwecTBEHHO OT/IMYaEeTCA OT
pe3ynbraTtoB 6osblwimHCTBa PKU, B KOTOPbIX BblXKMBaeMocTb nauueHToB ¢ JIAM-C3CT 6bina cywecTBEHHO HUXKe. Y
NaumeHToB, MosyyaBWKX McxogHo DPA (6o03eHTaH**), ycuneHune Tepanum puouuryatom™* conposoxganocb
yBenmyeHvem auctaHuum B TLWX. Mpodunb 6esonacHocTM puoumryata*™™* He pasnmyanca mexay nauueHTamu ¢
WNAT v NAT-C3CT [246].

Takum obpasom, LLenecoobpasHOCTb CTapTOBOM KOMBMHMPOBAHHOM Tepanuu y naumeHToB c JIAM-C3CT
noaTBepXKAatoT AaHHble meTaaHanmsa 6 PKU ¢ yyactmem 963 nauymentos c JIAM-C3CT, npoaeMoHCTpupoBasLLme
CHUXXEHME PUCKa HexkenaTesbHbIX CobbITUIA Ha 27% B rpynne KOMOUHUPOBAHHOW cneunduyeckol Tepanum (OP
no nogrpynnam 0,73; 95% AW 0,60 - 0,89), 1 TeHAEHUMIO K yBenndeHuto auctaHumm B TLUX Ha 21,38 m 95% AW ot
-20,38 no 63,14; p = 0,320 [206].

3.5.3. JlerouHasa apTepuanbHan runepTeH3ns, accoLMMPOBaHHasA C NOPTaNbHOI rMnepTeH3nei

lNopTonynbMOHanbHaaA ruvNepTeH3uA - MpeKanuANApHaa JleroyHaa rUnepTeHsuA C  XapaKTepHbIM
nosblileHnem cpegHero ANIA >= 25 mm pT. cT., O3/IA/KOQO NIK <= 15 Mm pT. CT. U NEroYHbIM COCYAMUCTbIM
conpotusneHvem > 3 en. Byaa B cOYeTaHMM C TPAHCMEYEHOYHbIM rpaguMeHTomM aasneHua > 10 mm pT. CT.



MopTonyAbMOHA/IbHYIO TMNEPTEH3UIO YACTO NYTAKOT C renaTony/ibMOHaAbHbIM CUHAPOMOM, KOTOPbLIN pa3BMBaETCA
y NaUMeHTOB C NAaTO/IOrMEN NeYeHU, NOPTANIbHOW FTMNEPTEH3NEN UM BPOXKAEHHBIMU MOPTOCUCTEMHBIMM LIYHTAMMU
M COMPOBOXAAeTcA AunaTaumein CocyloB JIETKMX B OTBET Ha rMMOKcemuio, Ho 6e3 nosbiweHus JICC [247].
3aboneBaemMoCTb NOPTONY/IbMOHA/IbHON MMNEePTEH3NEN COCTaBAAET OKOAI0 1 cnyyada Ha 3 MAIH HaceneHus B rog,. B
NpPoOCNeKTUMBHOM MccaefoBaHMn 1235 nauneHToB ¢ LMPPO30M nedeHu (>= 7 6annos no Knaccudpukauum Yainga-
Mblo) BbIABMUAK, YTO 5% NaLMEHTOB COOTBETCTBOBAIN KPUTEPUAM MOPTONY/AbMOHaAbHOW runepteHsnn. OBbbIYHO
NopTONYy/IbMOHA/IbHasA FMNepPTeH3MA pa3BMBAETCA Ha 4 - 7-i rog, CylWecTBOBaHMA MOPTasIbHOW FMMNEPTEH3UU.
MeHCKM non M ayTOMMMYHHbIWN renaTuT - He3aBUCMMble MNPEAUKTOPbl Pa3BUTMA MOPTOMNYbMOHAIbHOM
rMnepTeHsun. BaxHylo posab B NaToreHese MOPTONY/IbMOHAAbHOW FUMNEPTEH3UM  UTPAIOT  CEPOTOHMH,

NpPOBOCMNANNTE/IbHbIE LMUTOKUHbI U daKTOpbl PoOCTa. boOnbmas yacrora NOPTONY/IbMOHA/IbHON TUMEPTEH3UUN Y
YKEHLLMH YKa3blBAaeT HAa BO3MOXHYIHO accoLmaL Mo pa3BmTMA 3aboseBaHna ¢ MeTaboM3mMoM 3CTPOreHoB.

MauneHTbl C NOPTONY/IbMOHA/IbHOM TMMNEePTEH3MEN UMEIOT HauXyawmii NPOrHo3 M3 Bcex Hosonorni JIAT ¢
BbIXXMBAEMOCTbIO B TeueHue roga 6e3 cneumduueckoro nedyeHns ot 35 10 46%. M xoTa BblparKeHHOCTb NOPaXKeHus
neyeHW W MNOPTasIbHOM TUMEPTEH3UM HE BAMAET Ha CTeneHb TAMEeCTU MOPTONy/bMOHA/bHOM TMNEepPTEeH3UM,
OCHOBHOWM MPUYMHON HeBMAronpPUATHOrO MCXOAa Y 3TOW KaTeropuMm NauMeHTOB OCTAeTCA MaTo/IorMA MeyvyeHwu.
KapaunanbHble 0CNOXKHEHMSA, HECMOTpPA Ha To YTo A0 40 - 50% nauneHToB C NOPTONY/IbMOHANLHOW rMNepTeH3nel
nmetoT HM3Koe JICC 1 BbICOKUI cepaeydHblii BbIBpOC, 4acTo NpMBOAAT K cmepTy [248].

- PeKomeHZAYyeTcs BbINONHATL 3XOKapAnorpaduio y CUMNTOMHbIX NALMEHTOB C 3a60/1eBaHUAMM NEYEHN UK
NopTa/sibHON rMNepTeH3Men 1 y Bcex KaHAMAATOB HA TPAHCMNAHTALMIO NeYyeHn AnA novcka npusHakos JII [6, 43,
248].

-EOKIC (YAA 5 YYP Q)

- PekomeHpyeTca npoBoauTb 06CAeAOBaHME BCEM NAUMEHTaM, HaxoAAWMMCA B /INCTE OXMWUAAHWUA Ha
nposegeHNe TPAHCHIOTYAAPHOro BHYTPUNEYEHOYHOrO MOPTOCUCTEMHOIO LWYHTUPOBAHUA WMAW TPAHCNIAHTALUK
neyYeHn, [N MCKAOYEHUS NOPTOMY/bMOHA/NbHON JIerOYHON TUNEPTEH3UWU, KOTOpasa SBAAETCA OCHOBHbIM
He3aBUCUMbIM NPEeANKTOPOM NeTasibHOCTK [6, 248].

-EOK IB (YO0 4 YYP C)

- PekomeHayeTca paccmoTpeTb BO3MOXKHOCTb TPAHCMIAHTALMM NEYEeHU Y NALUUEHTOB C XOPOLUMM OTBETOM
Ha cneundUYECcKyro Tepanuio aHrMNepTeH3nBHbIMM NpenapaTamu ana nedenumsa J1AT [6, 248].

- EOK 1IbC (YO 4 YYP C)

- He pekomeHAayeTcA NpoBOoAUTb TPAHCN/IAHTAUMIO NeYeHU nauneHTam C TAXENbIN U HEKOHTpOﬂMp\/EMbIVI
NAT [6, 248].

- EOK IIC (YA,4, 4 YYP C)

- PekomeHayeTcs HanpasnATb nauueHtoB ¢ JIA[, accouMMpOBaHHON C MOPTaNbHOM rMnepTeHsuel, B
LEeHTpbI, MMetowue onbiT paboTbl c 06oMmM 3aboneBaHnamu [6, 248].

- EOK IC (YA, 5 YYP C)

- He pekomeHayeTcs HasHauyeHWEe AaHTUKOAryasHTOB HenpaAMbiX (aHTaroHMcToB BuUTamuHa K) u npambix
AHTMKOAry/NAHTOB AN NepopasibHOro MpMema MauueHTam ¢ NopTony/ibMOHaAbHOW rMnepTeH3neln M3-3a puUcKa
pPa3BUTUA rEMOpPpParnYeckmMx oCNoKHeHui [6, 116, 156].

- EOK IIC (YAA,5 YYP C)

KommeHTapum: MaumeHTbl C NOPTONYAbMOHANbHOM TMNEePTEH3NE UMEIOT BbICOKME PUCKU KPOBOTEUYEHMUS,
YTO CBA3AHO C COYEeTaHWEM HaPYLLUEHHOro CMHTEe3a (paKTOPOB CBEPTbIBAHUA M HEMpeaCcKa3yemMon rmnoKoaryaaumm
Ha ¢oHe npvema HAK, HaMumMem BapMKO3HO paclUMpeHHbIX BEH NULWEBOAA M FreMopponaanbHbix BeH. Tepanus



HAK morKeT ob6cyKaaTbCA MPU HANMYMM KU3HEHHO BAXKHbIX MOKA3aHMW, TaKMX KaK ocTpas Tpomboambonua
Nero4YHom apTepum.

TpaANLMOHHO MauMeHTbl C MOPTOMNY/NbMOHANbLHON TUNepTeH3suer He BKAto4vatoTca B PKU, B KOTOpbIX
oueHuBaeTcs 3pPeKTUBHOCTb crneundpuyeckmx npenapatoB. [MosTomy BbIBOAbI O BAUAHUKM cheundUYecKmx
npenapatos Ana nevyeHua JIAT Ha BbIXKMBAeMOCTb, 3a60/1€BaeMOCTb U TeYEeHME NOPTONY/IbMOHAIbHOM SIEFOYHOM
rMNepTeH3un B peKkomeHaauumax Esponelickoro obuiectsa KapauonoroB M EBponenckoro pecnupaTopHoOro
obuwecTtBa 2015 roga 0OCHOBaHbl HA MHEHMW SKCNEPTOB U pe3yabTaTaxX MUAOTHbIX UCCAeA0BaHUN.

- PekomeHayeTcs y NauMeHTOB C MOPTONY/IbMOHA/IbHOW TMMNEPTEH3MEN NPUMEHATb aNrOPUTM JiIeYeHus,
pa3paboTaHHbIN A48 NauueHToB ¢ Apyrumu popmamm JIAT, yunTbiBasa TaxKecTb 3aboneBaHus nedeHu [6, 9, 10,
189, 199, 249].

-EOK IC (YO, 2 YYP A)

KommeHTapun: TpagnLMOHHO NauMeHTam C NopTONy/IbMOHA/IbHOW FMNepPTEH3NEN, UMEIOLMM YMEPEHHbIEe
N TAXKeNble HapyweHua GyHKUUM NeYeHU U MOoBbILEeHMEe TpaHCaMMHa3, pekomeHayeTca usberatb HasHayYeHUs
renaToTOKCUYHbIX npenapaTtos, Taknx Kak SPA. B PKW SERAPHIN c yyactmem nauuwentos c¢ JIAT | rpynnbl
renaTtoTokcmyeckoro addekta mauuTeHTaHa** 3apernctpupoBaHo He 6blno. OcHoBbIBafAcb Ha 6e3onacHom
npodune mauuteHTaHa**, nposeneHo eanHctBeHHoe PKU y mauyeHToB € NopTONy/IbMOHAbHOM rMNepTeH3une
PORTICO (n = 43 Ha Tepanuu maumuTeHTaHOM** 1 n = 42 nauMeHTa, Noaydaslwme naauebo). B reHese noprtanbHoM
rmnepTeHsumn y 56% nauneHToB Obin aNKOronbHbIA UMPPO3 NeveHu, y 41% nauneHToB - BUpPYyCHbIW renatut C. Ha
¢doHe Tepanuu MauuTeHTaHOM™* K 12-i Hepene poctoBepHo cHukanocb JICC u cpepHee AJIA, a Takxe
YBE/IMYMBACA CEPAEYHbIN MHAEKC. O4HAKO 3HAUYMMbIX M3MeHeHWUI nepeHocumoct OH 1 OK JIAT He BbiABNEHO.
He 6b1/10 TaK»Ke 3aperucTpMpoBaHO HY OA4HOIO CyYas 3HAYMMOTO NOBbILWEHMA YPOBHA TpaHCaMuHa3 [189]. Takum
06pa3om, y NaLMeHTOB C NOPTONY/IbMOHA/IbHOW FMNepTEeH3NE MOXKET 0OCYKAATbCA Ha3HavYeHne MauuTeHTaHa™**
ANA yNydweHna nokasaTtenen reMoguHaMmnKK.

Y naumeHToB C NOPTONY/IbMOHA/IbHOW TMNepTeH3nen TPaanLuMoHHO npumeHstotcs NP3-5. B He6onbliom
HEKOHTpPOMPYEMOM 06CEpPBALMOHHOM MCCAeAOBaHMM, BKAOYaBwem 11 nauMeHTOB € MOPTOMNY/bMOHA/IbHOWM
rmunepreHsuen, y 9 nayMeHToB nosaydeHbl gaHHble YBKC cnycta 3 roga. Y Bcex NauMeHTOB PerMcTpupoBanochb
cHuxeHue JICC, y 4 nauneHTOB CHM3UAOCL cpeaHee [OJIA, U O4HOMY MAUMEHTY YCNEWHO BbINOJHEHA
TpaHcnaHTaumA nedyeHu [249].

[aHHble 06 MCNo/b30BaHWMM MNOMPOCTa OrpPaHUYeHbl eAMHUYHBIMU KAMHUYECKUMU caydasmu. Hanuuume
TPOMBOUUTONEHUN U BbICOKOTO PUCKA reMoppParmyeckmx OCN0XKHEeHUN TpebyeT OCTOPOXKHOCTU NPUMEHEHUSA 3TOW
rpynnbl NpenapaTos.

B PKU PATENT-1 npuHuUMmanu yyactne 13 naumeHToB € NOPTONY/IbMOHaAbHON runepTeHsunei, 11 n3 KoTopbIx
nosyy4ann Tepanuio puouuryatom** 2.5 mr 3 pasa B geHb [199]. OTaenbHoro aHanmsa 3¢pPeKTUBHOCTU WU
6e30nacHOCTM Tepanuu puoumryatom™** y naumeHToB c noptonyibMoHanbHoM JTIAT He NPoOBOAMNOCH.

[JaHHbIX O NpUMeHeHWn cenekcmnara y MauMeHToB C ﬂOpTOHynbMOHaanOVI rmnepTeHameﬁ NMOKa HeT.
JonrocpoyHbie PKW no oueHke BAMAHUA CI'IELI,Md)M‘-IECKOﬁ Tepannn Ha mcxoabl U Te4eHUA 3abonesaHunn He
nposoaunInCh.

3.5.4. JlerouHana apTepuanbHas runepTeH3sus, acCoLMMpoBaHHan ¢ MHdeKume BUpyca ummyHogeduumTa
yenoBeKa

PacnpocTtpaHeHHoCTb JIAT cpeau naumeHToB, XuBylumx ¢ BUY-nHdekuymen, coctanaet okono 0,5% [250].
Mo AaHHbIM pasnnyHbiXx permuctpos JIAl, accoummpoBaHHasa ¢ BUY-uHdbekumen, coctasnsaetr okono 10% Bcex
cnyyaes JIAT. Ecnm cpaBHUTL pacnpocTpaHeHHocTb UJIAT, coctaBnstowen 1 - 2 caydyaa Ha 1 MAH HaceneHus, To
puck passutua JIAT y nauymeHtoB ¢ BUY-uHdpekumeinr B8 2500 pas Bbiwe. C yyetom 30 munamoHos BUY-
MHOULMPOBaHHbIX rNobanbHan PacnpoCcTPaHeHHOCTb 3Toro BapuaHTa JIAT moxeT gocturate 150 000 cnyyaes, HO
ToNbKO y 28% JIAT-BUY cooTseTcTyeT lIl - IV ©K (BO3) [48].



MatoreHes JIAT npu BMUY octaetca HeAacHbIM. HeT AaHHbIX O NPOHUKHOBEHUM BUY B KneTkm cocygmcron
cteHkn MKK. BeposTHo, 6enkun BUY, Takne Kak Nef, Gp120, Bbi3biBatoT Npoandepaumio sHA0TENNAbHbIX KNETOK
NeroYHom apTepun, BOCNaneHMe, OKCUAATUBHbBIN CTPECC M HapyLlleHWe npoueccoB anonTtosa. [MoareepraeHnem
3TOM rMMNoTe3bl CAY)KAT 3SKCNepUMEHTAsIbHble fAaHHble, Korga npucytctBne 6enkos BWUY 6e3 akTuBHOrO
MHGMUMPOBAHUA BbI3biBano passutme JII y Kpbic [251]. Passutmne JIAT He 3aBUCUT OT cTagumn BUY-uHekumn,
ypoBHA CD4*-numooumntos. [laHHble MHOropaKTOPHOro aHa/M3a MOKa3blBaloT, YTO YKEHCKUIA Mo/, BMpYCHas
Harpyska, conytcreytowmin renatut C - Hanbonee 3Haunmble GaKTopbl pucka passutmsa JIAT, accouMMPOBaHHOM C
BUY-nHdpekumenn. B passutum JIAT y BUY-MHPULMPOBAHHBIX MOXKET MMETb 3HaYEHME MPUMEHEHME MALUEHTOM
HAPKOTMYECKUX NPenapaToB. B akcnepMmeHTe Ha MaKaKax-pesyc, MHPULMPOBAHHbIX BUPYCOM MMMYyHOAebMLMUTA,
MCNO/Ib30BaHME afApPEHO- U AONAMUH-CTUMYIATOPOB M ONMOMAOB NPUBOAUNO K Bonee TAXKENbIM CTPYKTYPHbIM
mameHeHusam aptepuin MKK [252]. XapakTep pemoaennmpoBaHma IEFOYHbIX apTepuin y naumeHToB ¢ JIAM-BUY He
OT/IMYaeTcA OT TakoBoro y nauueHtoB ¢ WAL, [na naumeHToB ¢ BUY-uHPeKumell xapakTepHO nopakeHue
Pa3NnYHbIX OpraHoB 1 cuctem. MaumeHTbl ¢ BUY-nHdpekumein B 70 - 80% cnyvyaeB KOMHPULMPOBAHLI renatuTamm B
n C. Haanume LUTOANTUYECKOTO CMHAPOMA U MEYEHOYHOM HenoCTaTOMHOCTM MOXKET CYLLeCTBEHHO 3aTPyAHATb
npumeHeHne 3PA M aHTUKOAryisHTOB HenpAMbIX (aHTaroHUCTOB BUTamMMHa K)/npambix aHTUKOArynaHTOB AAA
nepopanbHoro npuema. Passutne XOBJ1 TaKkkKe AOCTAaTOYHO PACNPOCTPAHEHO U MOXKET CNOCOBCTBOBAaTL Pa3BUTUIO
runokcemum [48].

B uenom KnnHuyeckas cumntomatmka JIAT y naymeHToB ¢ BUY He umeeT Kakon-nmbo cneundryHocTm U He
oT/AnyaeTca oT Takosol npu UJIAT. MNokasaTtenn YBKC Tak»Ke conocTtaBUMbl C aHHbIMM y naumeHToB ¢ UAT. JIAT -
He3aBUCUMbIA GaKTOp pMCKa CMepTU nauneHToB ¢ BUY-MHeKumen: cpeaHan TpexneTHAsS BbI’KMBAEMOCTb 3TOM
KaTeropuu nauueHToB coctaBaseTt 72 - 84% [253, 254]). Hanbonee 4yactbiMn NPUYMHAMMN CMEPTU Y MNALMEHTOB C
NAT-BUM 6biBatoT nocneacteusa JII B BMAE NpPaBOXeNyA04KOBOW cepaeyvyHOoM HegoCTaTOMHOCTM M BHE3anHoOWM
cmepTu (57 - 71%) [255].

- He pekomeHZyeTcs BbINoAHEHWE 3XOKapauorpadmm y 6eccMMnToMHbIX NauneHToB ¢ BUY-uHpeKumei [6,
43, 48].

- EOK IC (YOA4, 5 YYP C)

- He pekomeHayeTcA PYyTMHHOE HasHauyeHMEe AHTUKOAry/NAHTOB HenpAMbIX (aHTAaroHMCTOB BUTAMMHA K) u
NPAMbIX aHTUKOAry/AHTOB A/1A NepopasbHOro npvema naumeHtam c JIAT, accoummpoBaHHoli ¢ BUY-uHdpeKumnen
[6, 116, 156].

- EOK NIC (YOA4, 5 YYP C)

KommeHTapun: B KomnnekcHoi Tepanuu JIAT, accoummpoBaHHoOi ¢ BUY-umHbeKumen, aHTUKOArynaHThbI
HenpAMble (aHTaroHWUcTbl BUTaMuHa K) M npamble aHTUMKOAryAaHTbl A4S NEepopasbHOro npuema Ob6blMHO He
PEKOMEHAYIOTCA B CBA3M C BbICOKMM PUCKOM KPOBOTEYEHWM Ha ¢$OHe TPOMOOUMTOMEHWU M COMYTCTBYHOLLEN
NnaTosIorMKn, a TakKe BCAEACTBUE NEKAPCTBEHHbIX B3anmoaenctsnit. OgHaKo Npu HaMUuUK KUSHEYTPOXKaOLLNX
KAMHUYECKMX CUTYaL M (O0CTpan TPOM603MB0IMA NEeFrOYHON apTepPUn), BbICOKMX PUCKAX TPOMOBOTHUUYECKUX COBbITUIA
Tepanua HAK moxeT obcyKaatbca B MHAMBMAYANbHOM nopagKke. lNocnegHue pekoMeHZauMu MNo BeAeHWUIO
naumneHToB ¢ BUY o0b6s3bIBatoT HazHayaTb BAAPT Bcem nauuyeHTam ¢ BUY-mHbeKumnen BHe 3aBUCMMOCTU OT YPOBHSA
CD4 v BupycHOW Harpy3sku [256].

- PekomeHgoBaHo Bcem nauuneHTam c JIAT, accoummnpoBaHHom ¢ BUY-nHbekumen, ana ynydweHns nporHosa
Ha3Ha4yeHue BAAPT [256, 257].

- EOK IC (YA, 3 YYP B)

KommeHTapuu: MprMeHeHMe BbICOKOAKTUBHOM aHTMpeTpoBuMpycHon Tepanuu (BAAPT) He npeaynpexaaer
passutue JIAl M He BAMAET Ha remogMHammyeckme napameTpbl. OgHako aHanu3 509 cnydyaes BUY-JIAT,
3apPErncTpupoBaHHbIX B AnTepatype ¢ aHeapa 1987 roma no aHBapb 2009 roga, nokasas, 4TO MOKasaTenu
BbIXKMBAEMOCTM BbllLe Yy NaumeHToB, noaydatowmx BAAPT (55% npotus 22%, p < 0,01), y nauneHToB, NOAYHAOLWMX
TONbKO cneunduyeckyto Tepanuto (76% npotms 32%), M y naumeHToB, nony4darowmx BAAPT B coyeTaHuu co



cneuudmyeckon Tepanueii (69% npotme 38%, p < 0,01) [257].

- PekomeHpayeTca y naumeHTos ¢ JIAM-BUY npuMeHATb anropuTm HasHavyeHuA cneumduyeckon Tepanuu,
nucnosibayemolit ana nedeHma UJAT, c yueTom KOMOPOUAHOCTU U conyTCTBYlOLWEN Tepanuu [6, 9, 10, 174, 187, 259
- 264].

- EOK llaC (Y44, 2 YYP B)

KommeHTapun: Hannume BUY-mHbeKuMn ABnseTca NPOTMBONOKAa3aHMEM K yyacTuio B 6onbmnHcTee PKU.
PKW, co3gaHHbIX MMeHHO ans naumeHToB ¢ BUY-JIAT, no m3yyeHuto geinctemnsa cneumdmuyecknx npenapaTtos He
nposoaunoce. B eanHuuHbIx PKN Konnuectso naumneHtos ¢ JTIAT-BUY KpaitHe mano, 4To He NO3BO/AET NPOBECTU
noArpynnosoi aHanms. Moatomy npu aHanmse gaHHbix PKU naymenTsl ¢ JIAT-BUY 06bI4HO BKAOYAAMCH B 06LLytO
rpynny JIAT |. JaHHble 06 3pPeKTUBHOCTM M He3omacHOCTM cneundryecknx npenapaToB NPEeMMYyLLEeCTBEHHO
Nosly4yatoT U3 MUIOTHbIX UCCIeA0BAHUIN U PErUCTPOB.

N®O3-5 npumeHatotca y naumeHntoB ¢ JIAM-BUY, HecmoTpa Ha M3BECTHOE MOBbLIWEHME KOHLLEHTpaLmu
cungeHadumna B KPOBM Yy MALMEHTOB NPUM COBMECTHOM Mnpueme ¢ MHrMbutopamn npoteas. OgHaAKO Kaknx-nmbo
nocneLCcTBUN TAaKOro IEKAPCTBEHHOIO B3aMMOAENCTBUA BbIABNEHO He OblNo, M AAHHbIX 33 Pa3BUTUME CUCTEMHOM
rmnoTeHsnmn He nonydeHo [258]. HasHaueHne UDOI-5 y naumneHToB c JIA-BUY cnocobctBoBano cHuxKeHuo OK
NAT, yBeNIM4EHUIO TONEPAHTHOCTU K GU3NYECKOIN Harpyske n ymeHblueHuto cpegHero AJ1A [259]. Mcnonb3oBaHue
napeHTepasbHbIX CUHTETUYECKUX aHaNoros npoctaumMkamnHa (ATX - BO1AC, aHTHarperaHTbl, Kpome renapuHa) B
eAMHUYHbBIX cyyanx y naumeHTos ¢ JIAT-BUY nmeno nonokutenbHblt 3GPEKT Ha KIMHUYECKYIO CUMNTOMATUKY,
remoguHamMuKy. MosTomy MAONPOCT UK ceneKkcunar MoryT BbiTb PeKOMEHA0BaHbl K MPUMEHEHMIO Y NALMEHTOB C
NAT-BUM [260]. 3pdeKTbl MHraNALMOHHOIO NpenapaTa UAONPOCTa UCCeA0BaHbl Y 8 NauneHToB ¢ Taxkenon JIAT-
BMY. OTmeuanocb cHukeHne JICC Ha 31% n yBennyeHue cepaedHoro nHaeKkca Ha 21% [261]. B HacTosAwee Bpems
OnbITa MO NPUMEHEHUIO CeNeKcunara y nauMeHToB AaHHOM KaTeropuu B mupe HeT. He BbIABNEHO KAMHWUYECKU
3HAYMMOro BAMAHWA NONMHABUPA/pUTOHaBMPA Ha GapPMaKOKMHETUKY cenekcunara y 340PO0BbIX MYMKUYMH, 4TO
CBMAETENbCTBYET 06 OTCYTCTBUM HEODXOAMMOCTM CNELMANbHOMO A03MPOBaHMA cenekcunnara [262].

Mcnonb3oBaHne 603eHTaHa** B cBA3M C €ro renaTOTOKCMYHOCTbIO M OO/bWIMM  CNEKTPOM
MEXKNEKAPCTBEHHbIX B3aMMOLENCTBMIA MOKET BbITb OrpaHUYeHo y naumeHToB ¢ BUY. Tem He meHee, Tepanus
603eHTaHOM™** oueHMBanacb B NPOCNEKTUBHOM UccnegosaHun BREATHE-4, n y 14 naumeHToB c JIAT-BUY yepes
16 Hepenb peructpupoBanocb ymeHbweHne OK NIAT (BO3), yBennyeHue cepaevyHOro MHAEKca Ha 39% wm
CHUXeHue cpegHero AJIA Ha 21%, ysenumyeHue auctaHumm TWX Ha 91 +/- 60 m. B apyrom uccnegosaHun y 59
NauneHToB OLLEHMBA/CA AONTOCPOYHbIN addeKT 6o3eHTaHa**. CnycTs 29 mecaueB Tepanum 6o3eHTaHOM™* * TaKke
nosiydeHbl  NONOXMMUTENbHble  pPe3y/nbTaTbl B  OTHOWEHWW  KAMHWYECKUX  NpPOABAEHWA  3aboneBaHuA,
remogMHaMuUYecKMx MoKasaTeNem W ToNepaHTHOCTM K  ¢U3MYecKon Harpyske. B oboux wuccnepoBaHmAx
OTMeyanacb Xxopoluas nepeHocMmocTb 6o3eHTaHa** [263, 264]. B PKU ARIES-1 npuHUManu yyactue 7 nauneHToB
¢ IAT-BMY, 13 KoTopbix 3 naumMeHTa noaydanm ambpuseHtan** B nosnposke 5 mr/cyT u 2 naumenTa - 10 mr/cyrT,
TOorAaa Kak B ucciegoBaHum ARIES-2 - Tonbko 3 naumeHTa [174, 260]. B PKM SERAPHIN npuHumanu yyactme 10
naumeHtoB c JIAT-BUY, 1 Tonbko 7 M3 HMUX noay4anu Tepanuio MauuteHTaHom** (6 nauymeHToB - 10 mr
maumteHTaHa** n 1 naumeHT - 3 mMr mauyuTteHTaHa**) [187]. B PKM PATENT-1 c npuMmeHeHuem puoumryata**
nauuenTobl ¢ JIAT-BUY He BKAOYaNUCh.

Takmm  obpasom, ybeauTenbHble [0KA3aTeNbCTBa  MPEMMYLLECTBA TOMO  WAM  MHOrO  Kjacca
aHTMNEepPTEH3MBHbIX NpenapatoB ans nedeHuma JIAT y naumeHToB ¢ BUY-accoummposaHHoM JIAI OTCyTCTBYIOT.
LenecoobpasHocTb MCNO/b30BaHUA KOMOBUHUPOBaAHHOM Tepanuu y nauueHToB ¢ JIAT-BUY onupaetca Ha Ty e
CTPaTMPUKaLMIO PUCKa NEeTa/IbHOCTM M AaHHble MeTAaaHa/IM30B U PErncTpoB, KOTOPble NPUMEHAIOTCA Y NALMEHTOB
¢ WNAT. YuuTbiBaa OTCYTCTBME pPas3MYU B TUCTOJIOTUYECKON KapTUHE, TeMOAMHAMUKE W  KAMHUYECKON
cumntomatumke JIAT-BUY npu cpasHeHuun ¢ UJAT, nogobHas cTpatervsa BeaeHus npuemnema u obocHoBaHHa. Y
nauneHTos c JIAM-BUY TpebytoT BHUMAHUSA PUCKU BO3HUKHOBEHWUS HOBbIX COCTOAHMA U 3ab0sieBaHUN, KOTopble
MOTYT CYLLECTBEHHO M3MEHATb KaK TeY4eHWe OCHOBHOro 3abonesaHus u JIAT, Tak M CONyTCTBYIOLWEN Tepanuun ¢
COOTBETCTBYOLMMUN PUCKAMM SIEKAaPCTBEHHbIX B3aUMOLENCTBUN.

3.5.5. BEeHOOKK/1103MOHHAA 60/1€3Hb IETKMUX U N1IerOYHbI KanMI'II'IFIprIﬁ remaHrmomaTtos



BeHOOKKN03MOHHaA 6ose3Hb nerkux (BOBJ1) M neroyHbiii KanuanapHbiii remaHrnomatos (/1K) - pegkue
$OpMbl N1eroYHON FMNEepPTEH3NN C XapaKTepHbIM pemoaennpoBaHnem BeHyn MKK [265]. B knaccudukaumm NI
2015 roga BOBJ/1 u JIKT Bbigensnu B oTAeNbHYIO NoArpynny, 4ytobbl aKUEHTUPOBATb BHMMAHME Ha OOLLHOCTU
K/IMHUYECKUX NPOABIEHUIN U CYLECTBEHHbIX pa3nmumax ¢ JIA[. OgHako okoHYaTesibHan BepudmKauma AMarHo3os
BOB/1//IKI HepeAKO BO3MOKHa TONIbKO MPM ayTONCUNHBIX nccneaoBaHusax. B 2014 r. 3aBeplueHo NosHOreHoMHoe
reHeTn4eckoe obcnegosaHue 13 cemeli ¢ BOBJ1, B pe3ynbTaTe KOTOPOro BbisiB/€HbI BUanienbHble MyTauum B reHe
EIF2AK4, c xapakTepHbIM ayTOCOMHO-PeLEeCCUMBHbIM TUNOM HacneaoBaHuA. [lpuyem B 04HOM c/lydae B KavyecTse
OCHOBHOro auarHosa o¢urypuposan JIKI. Bnarogapsa 3TMm Haxogkam gokasaHo, yto BOBJ1 u JIKI - 310 ABa
KAMHWKO-MATO/IOTMYECKMX  BapMaHTa OAHOro M Toro e 3aboneBaHuAa. Hapagy ¢ reHeTUM4YecKoM
NPeapacrnoNoKeHHOCTbIO, K ¢aktopam pucka passutna BOBJI/IKI  cnesyer oOTHeCTM  ankuauvpyrolume
LMTOCTAaTMKKN, OPraHMYecKMe pacTBOpUTENM U, BO3MOXHO, Jy4yeBylo Tepanuio. Henb3a UCKAOUYUTL
noteHuupytollee aencteme TabakoKypeHua Ha passutue BOBJ1 npu Hanuumm yctaHoOBNEHHbIX $GAKTOPOB PUCKa.
CywecTtByeT mHeHue, 4yto npu C3CT n BUY-MHPeKUMM B NATONOrMYECKUIN NPOLLECC MOTYT BOBNEKATLCA HE TO/IbKO
apTepuM M apTepuosibl, HO M BEHY/bl Manoro Kpyra KpoBoobOpalleHuAa, 4To Hepeako OblBaeT MNPUYMHOM
PE3UCTEHTHOCTU K cneumdUyeckoit Tepanuu y 3TUMX NauMeHToB. [103TOMy B MEpPecMOTPEHHOMN KIMHUYECKOM
Knaccudmkaumm 2019 roga npeanoskeHo Mcnonb3osaTth TepmuHonorunio "JIAM ¢ peHotmnom BOBJ/AKI [11].
Takol nogxof NO3BOAIAET NOJIHEE OXapaKTepM30BaTb OCOOEHHOCTU KauMHMYecKoro TedeHnus JIAT, nnaHMpoBaTb
OXWAaHWe OTBeTa Ha cneundUUecKyro Tepanuio M BO3MOXKHO paHblue HaMNpPaBaATb MNauMeHTa A8 NOCTAaHOBKMU B
JIUCT OXMWMOAHUA HA TPAHCNAAHTAUMIO NIerKUX. YUuTbiBaa TPYAHOCTM AMArHOCTUKM, YETKUX NpeacTaBieHui o
pacnpoctpaHeHHoctn BOB/1//IKI HeT. BepoATHas pacnpoctpaHeHHocTb BOBJ/1//IKI coctasnseT ~ 1 - 2 ciyyas Ha 1
M/H HaceneHua. [uarHoctmka BOBJI//IKI - ogHa M3 cambiX C/OXHbIX 33afa4y, Tak Kak remogmHamuuyeckas
XapaKTEPUCTMKA HEeOTAMYMMa OT Apyrux ¢Gopm NpeKanuANApPHON /IeroyHon runepteHsnn. HecmoTtpa Ha
NOCTKaNUANAPHbINA XapaKTep natosiorMyeckoro npouecca, 43/1A yacto 6biBaeT <= 15 mm pT. cT. Pa3BuTHE OTeKa
JIEerkMX B OTBET Ha NpoBefeHWe Ba30PeaKTUBHOro Tecta TMNuYHo ana BOBJI. Tem He meHee, OTcyTCTBME OTeKa
JIeTKUX BO Bpema MpoBeAeHMA OCTPOro Ba3OPEaKTUBHOIO TecTa He npegynperKaaeT ero passutve npwm
Ha3HAYeHUN AONTOBPEMEHHON crneundUUeckon Tepanumn aHrMNepTeH3UBHbIMKU NpenapaTamm Ana nedexmsa JArR.
MNmeHHO NoaTomy pyTMHHOE MpoBeAeHNE Ba3OPeaKTUBHOIO TecTa Npu nogo3peHun Ha BOBJ/1 He pekomeHayeTca.
TpaAnUMOHHAA peHTreHorpadua Nerkmx, Kak NpaBuao, MafiouHGOPMaTUBHA, HO MOXET BbiABUTb MHUK Kepau,
yBenmyeHme AaMmebaTMYecKux y3noB CPeaoCTEHNA U UHTEPCTULMANbHYI0 NMHPUABTPALMIO B ONOSHEHUE K APYTUM
npusHakam nerovyHom runepteHsmn. MCKT opraHOB rpyAHOW KAETKW B HACTOALLEEe BPEMA MPU3HaHa OCHOBHbIM
MeTOA0M HEWHBA3MBHOW AMArHOCTUKM BOBJI, BbiABAAIOWMM TPUALy XapPaKTEPHbIX MPU3HAKOB: YyBEAUYEHUE
MMbaTUYECKMX  Y3/10B  CPEAOCTEHUA, UEHTPOMIobYAAPHbIM CcMMNTOM "MaToBOro cTekna" W yTo/weHue
MEX0/NbKOBbIX  NeperopogoK. [ockonbKy pa3sutve BOBJI//IKI  conpoBogaeTca  anbBeoAPHbIMM
KPOBOTEUYEHUAMM, TO B BPOHX0aNbBEONAPHOM /IAaBAXKE YACTO NPUCYTCTBYET BbICOKMI NpOLEeHT cugepodaros. s
nauneHtoB BOBJ/1 xapakTepHo pe3koe cHuKeHue (< 50%) DLCO Ha poHe OTCYTCTBUA CYLLECTBEHHbIX HapyLWeHWUM
MEXaHWUKMN AbIXaHWA U IeroYHbIX 06beMOB. [MCTONOrMYeCcKoe UCCaef0BaHME OCTaeTcA 3010TbIM CTaHAAPTOM ANA
noaTeBepXAeHUs guarHosa BOBJ1, ogHaKo BbINOAHATbL GMONCUIO Nerkoro y naumeHTos ¢ JIAT He pekomeHayeTcs. B
cnyyae cemenHblx dopm BbiABneHWe 6uannenbHon mytaumm reHa EIF2AK4 morKeT cTaTb a/fbTEPHATUMBHbIM
MeToAoM noATBepXAeHus gauarHosa BOBJI. AnropuTm cpaBHUTEeNbHOW AnarHoctuku BOBJ/NIKE u NAT
npeacrasneH B Tabanue 14 (MpunoxerHue b).

- PekomeHayeTca naumeHToB ¢ nogospeHmem Ha BOBJ1//IKI 6bICTpo HanpaBAATb B 3KCMEPTHbIN LEeHTp And
AanbHenwero obcnenosaHus n BepmudurKaymm guarHosa [6, 10, 43].

- EOK IC (YA, 5 YYP C)

- He pekomeHayetca cneumduyeckasa Tepanua aHIMNEPTEH3MBHbIMW Npenapatamun AnAa nedenua JIAT
naumeHTam BOBJ1/JIKT, y4nTbIBas BbICOKUIA PUCK Pa3BUTUA OTEKa Nerkux [6].

- EOK HeT (YAA4 5 YYP C)
- PekomeHAayeTca TpaHCnaaHTaLUmMA erkmx Ana nedeHuns nauyeHtos ¢ BOBJI/JIKT [6, 265].

- EOK IC (YA, 5 YYP C)



3.5.6. JleroyHas rMnepTeH3unAa scaeacresmue NatosIorMn iesbix Kamep cepaua

NI, accoummpoBaHHaa C NaToJIOrMen JieBbiX Kamep cepaua, OTHOCUTCA K MOCTKAaNWAISPHOM JIeroYHOM
rmnepTeH3un u npeacraBaseT coboi 04HY M3 CaMblX YaCTbIX MPUYUH MOBbILWEHUA AaBNEHUA B IETOYHOM apTepuu.
[aHHble 0 ee pacnpocTpaHEHHOCTN BapbUPYIOT B 3aBUCMMOCTM OT MeToaa BblaBneHus /I (axokapguorpadua nam
YKBC) 1 BapuaHTOB HapyLueHMA GYHKLMMU NEBOTO KenyaouKa: cepaevyHas HeqoCTaTOMHOCTb C HU3KOoM dpaKuuei
Bblbpoca neBoro kenyaoyka (CHH®B) n cepaeyHan HeAOCTaTOMHOCTb C COXpaHHOM dpaKumel Bbibpoca nesoro
wenypoyuka (CHc®B) [266]. Tak, pacnpoctpaHeHHocTb JII y naumeHtoB ¢ CHH®B, no AaHHbIM
3XoKapamorpapuyeckoro UccieaoBaHMA U YPe3BEHO3HOM KaTeTepusauum cepaua, MoxKeT gocturatb 36 - 83%.
Mpn 3TOM KOMBUHWPOBaAHHAsA NOCT- U NPEKANUANAPHAA NIerOYHAA TMNEPTEH3Us BCTPeYaeTcs TobKo B 12 - 38%
cny4aes. [pMpoCT gaBneHMA B NPABOM XKeny[ouke Ha 5 MM pT. CT., MO JaHHbIM 3XOKapauorpadum, ysenmumeaet
PUCK pa3BuTMA HebnaronpuATHbIX cobbITU y naumeHToB ¢ CHH®B Ha 6%. Toraa Kak aHanOrM4HbIM NpUpocCT
OABNEHUs Yy NAUMEHTOB C CepAeyvyHOM HeaoCTaTOYHOCTbIO C HU3KOW ¢pakuumer Bblbpoca 1€BOro Kenyaouka
CONPOBOXKAAETCA YyBEANYEHUEM CMEPTHOCTM Ha 30%. Kputepuamm HebnaronpuaTHOro NporHosa y nalmeHToB ¢
T, accoumMmnpoBaHHOM C NAaTONIOTMEN IEBbIX KaMep cepaua, No AaHHbIM PA3/IMYHbIX UCCNen0BaHMA Bblnn Takue
NnoKasaTenu, KaKk TPaHCNy/ibMOHaAbHbIM FPagueHT > 12 Mmm pT. CT., AMACTONIMYECKUIA NY/IbMOHANbHbIN rPagueHT >
7 mm pT. cT., JICC >= 3 eg. Byaa, a TakKe HapyLleHMe NoaaT/IMBOCTU IerOYHOM apTepum No gaHHbim MPT.

B HacToAlllee BpemA He BblABAEHbl Kakue-nMbo onpegeneHHble ¢aKToOpbl pPUCKA, TEHEeTUYecKas
npeApacnoNoXeHHOCTb Ansa passutma JII Npu naTonormm nesbix Kamep cepaua. BosmoxkHo, onpeaeneHHoe
3Ha4YeHMe WrpaeT AUTeNbHOCTb CyLLecTBOBaHMA 3aboneBaHuA. CyulecTByeT rMnotesa, YTO MNATO/NOMMA NeBbiX
Kamep cepaua MOMKeT MCXOLHO PasBMBATbCA MO ABYM CLUEHAPUAM: C MPEUMYLLECTBEHHbIM NOpPaXKEHUEM NEBbIX
Kamep ("nesBoxkenygoykoBbii ¢peHoTMn") MAM OO4HOBPEMEHHbIM PEeMOLEIMPOBAHNEM NEBbIX U MPaBbiX Kamep
cepgua ("npaBoxkenyaoykosbin deHoTMn"). Kak npaBuao, "NpaBoXKenynoyvyKoBbl ¢eHoTMn" accouumpoBaH C
BbICOKOW cMepTHOCTbIO. K corkaneHuto, YKBC He Bcerga no3BosiAeT pasiMunTb NepeyncieHHble Bbile GeHoTUNbI,
TaK KaK NpMMeHEHMeE NeTNEBbIX AUYPETUKOB MOXKET MEHATb FeMOANHAMUYECKMe nokasaTenun. Hanbonee cnoxkHas
3afla4ya nposect AudbodepeHLMaNbHY0 AMArHOCTUKY MEeXAY JIerO4HON rMnepTeHsuel, accouMMpPOBaHHOW C
cepaeyYyHon HeaoCTaTOYHOCTbIO C COoXpaHHOM ¢dpaKumel Bbibpoca fieBoro enyaouka, u JIAI. Hapsgy c YBKC,
CYLLECTBYIOT HEMHBA3NBHbIE METOAbI, KOTOPbIE MO3BOAAOT NPoBecTU 3TOT "Bogopasaen” (Taba. 15) (MpunoxkeHune
B).

OcHOBHOW 3aga4yeit B N1e4EeHMM MaLMEHTOB C IErOYHOWN TMMNepTeH3nen, accounMmMpoBaHHON C natonoruemn
NeBblX Kamep cepaua, ABAAETCS MaKCMMasibHas Tepanusi OCHOBHOro 3abonesaHus. IOPpPeKTUBHOCTb
cneundUyYeckon Tepanum aHTMNepTeH3UBHbIMKM Npenapatamu ana nedenua JIAT y naumMeHTOB C naToJsiorMen
NeBblX Kamep cepaua OueHMBasfacb B HeBO/bLIMX KPaTKOCPOYHbIX MCCAEAOBAHUAX; Tepanua He npuBena K
YBE/IMYEHMUIO BbIXKMBAEMOCTU, CHUMKEHUIO 3a00/1eBaeMOCTU, a Yy YaCTU NaUMEHTOB CnocobCcTBOBaNa 3a4eprKKe
XKUAKOCTU, YBEIMYEHMIO YAaCTOTbl FOCNNTANN3aLMNIN B CBA3U C yxyaweHnem tedyeHma XCH (Tabn. 16) (MpunoxkeHune
A3).

MNosTomy neroyHaa BEHO3HaA rMNepPTeH3MA NOo-NPeXHemy OCTaeTcA NPOTUBOMNOKa3aHUEM ANA Ha3HaYeHuA
CI'IELI,M(I)VIHECKOVI TEPANUU aHTUNEPTEH3UBHbIMU NpenapataMmn ONA NeyvyeHuA JIAT. Ee HasHayeHue moxeT
OGCV)K,D,aTbCﬂ nauyneHTam c KOM6MHMpOBaHHOﬁ JIT 1 Bblpa*KeHHbIM NpeKanuAAAPHbIM KOMMNOHEHTOM B YCNOBUAX
PKW nog, HaﬁfllOﬂ,EHMEM cCneunanncTtoB aKCNEePTHOrO UEHTPA NleroyHom rmnepTeHsnun.

- PekomeHgoBaHa oONTMMM3aUMA Tepanuu OCHOBHOro 3abosieBaHWA nepeqd pelleHMem Bomnpoca o
HEeob6X0AMMOCTM OLEHKM CTEeMEeHU TAXECTU NIerOYHON MMNepTeH3uMM Y NauneHToB C NaTONOrMel NeBbiX Kamep
cepaua [6, 266].

- EOK IB (Y44, 5 YYP C)

- PeKkomeHayeTcs paccMOTpPeTb BO3MOXKHOCTb 4YPEe3BEHO3HOM KaTeTepu3auuu cepgua y MNauMeHToB C
NPOMEKYTOYHON BepoATHOCTbIO JII, acCOLMMPOBAHHOM C NATONOTMEN NEBbIX Kamep cepaua, Npyv Hanmuuu
ANCOYHKUMM NpaBoro »Kenygoudka, ¢akrtopoB pucka passutua JIAT uam XTI, umerowmx ONTUMaNAbHbIN
BOJIeMUYECKMIA cTaTyc [6, 12, 43, 101 - 114, 267].



- EOK IIbC (YA, 3 YYP C)

- He pekomeHayeTca npoBeaeHWe Ba3opeakTUBHOro Tecta naumeHtam c JII Ha ¢oHe maTonorum nesbix
Kamep, 3a UCKNIOYEHMEM KaHAMAATOB Ha TpaHCn/laHTauuio cepaua [6, 12, 43, 101 - 114, 267].

- EOK IC (YAA4 3 YYP B)

- He pekomeHayeTca HasHayeHWe cneumpuueckux aHrMnepTeH3MBHbLIX MpenapatoB Ans nedyenua JIAT
nauneHtam c JII Ha poHe NaToNOrnKM NEeBbIX KaMmep cepaLLa B CBA3N C BbICOKMM PUCKOM YXyALIEHUA KNMHUYECKOTO
TeYeHUss OCHOBHOIO 3ab01eBaHMA, 3a4EPKKU KUAKOCTU UK pa3BUTUA paTanbHOro ncxoaa [6, 267 - 271].

- EOK IIIC (Y44, 2 YYP B)

3.5.7. JlerouHasn runepTeH3ua BCAeaCTBME NaToNorMm Nerkux u/mam runokcemmnm

- PekomeHayeTca BbiNOMHEHME 3x0Kapauorpadum ana gnarHoctukum JII y naymMeHToB ¢ NaTo/I0rMeN Nerkmx
[6,43, 65 - 67].

-EOKIC (YAA 5 YYP C)

- PekomeHayeTca npoBeaeHWE Ype3BEHO3HOM KaTeTepm3aumumn cepaua npu Taxenbix 3ab0neBaHUAX NErKMX
npu nogospeHun Ha JIAT wmam XTI/, a TakKe B C/Ay4Yae TAXKENOW MpPaBOXKENYyLOYKOBON CepaeyHoi
HEeAO0CTaTOYHOCTU AN YTOYHEHWA AuarHo3a, nNpu otbope KaHAMAATOB Ha TPaHCMNAAHTaUMIO JNerkux wu
XUPYPruYecKyto peayKumo neroyHoro obvema [6, 12, 43, 101 - 114].

-EOK IC (YAA 3 YYP B)

- PekomeHayeTca onTMManbHOe ieyeHne OCHOBHOrO 3a601eBaHNA NIeTKUX, BKAOYAA AUTENbHYIO Tepanuio
02, y nauymeHToB c JII BcheacrTeue 3aboneBaHuin IeTKUX M XPOHMYECKOW rMnokcemmelt 6, 28, 29, 30, 39, 40].

-EOKIC(YAA 2 YYP A)

- He pekomeHgyeTcs y naumeHtoB c JII Bcneactsue 3aboneBaHUM NEFKMX PYTUHHO WCNO/b30BaTb
of06peHHYto cneunduyeckyto Tepannio aHrMNepTeH3nBHbIMM NpenapaTamu ana nedenuns JAT [6, 28, 29, 30, 39,
40].

-EOKIC (YOO 2 YYP A)

- PekomeHayeTca paccMOTPeTb BO3MOXHOCTb HanpaB/ieHUA B 3KCMEPTHbIA LLEHTP MaUMeHTOB C AErkum
OBCTPYKTUBHbIM WAN PECTPUKTUBHLIM 3aboneBaHMeM Nerknx, UMerLMX KANHUYEeCKM 3Haudumyio I, ana
foobcnefoBaHNA U pelleHUs BOMpPOCa O HasHayeHuu cneumduyeckoi Tepanuu  aHrMNepTeH3UBHbIMM
npenapatamu ana nedenusa JIAT [10, 28].

- EOK HeT (YAL4 5 YYP C)

KommeHTapwmu: Mo gaHHbIM MHBa3MBHbIX UCCNea0BaHUIA, Hannyme JII He Bceraa NOATBEPKAAETCA U KpaliHe
penKo BbIABNAETCA BbICOKAA NPeKanuAnapHaa NerovyHan runepTeHsuna. MMeHHO NosToMy BblAenAlT TPU BapMaHTa
cocyamuctoit natonormn MKK npu natonornm nerkux: nepsblii, 6€3 N1ero4yHomn runepteHsun, Korga cpegHee ANA <
21 mm pT. cT. uam 21 - 24 mm pT. CT. B coveTaHmn ¢ JICC < 3 en. Byaa; BTOpoi, C yMepeHHbIM MOBbIWEHNEM
cpegHero OJ1A 21 - 24 mm pT. cT. B codeTaHmn ¢ JICC >= 3 en. Byaa nam cpeagHero OJ1A 25 - 34 mm pT. CT.; "
Tpetmn, c TAxenon JIl, korga cpegHee OJ1A > 35 mm pT. CT. am >= 25 MM PT. CT., HO B COMETAHUM CO CHUMKEHHBIM
cepaeyHbiM MHAeKkcom (< 2,0 n/muH/m?) [28, 39, 40]. K coxaneHuio, paHAOMU3MPOBAHHbIE KAWHUYECKME
NCCNefoBaHUA C MCMNOJb30BaHMEM crneunduyeckon Tepanuu, NpoBefeHHble y nauueHToB ¢ JIAT Ha ¢oHe
3ab0neBaHUin NIETKMX, HE MOKasaan NOAOXKUTENbHOro 3dpdeKTa B OTHOLEHUM MOKasaTenel 3aboseBaemoctn u
CMEPTHOCTU WM 3HAYMMOTO YNIYYLEHUA NEepPeHOCUMMOCTU (U3NYECKOM Harpy3kn. OT4acTM 3TO CBA3AHO C
HeobxoaMMOoCTblo OoT6opa NauueHToB C 'MpaBuabHbIM" peHoTMnom, Koraa B reHese JII Ha ¢oHe natonoruu



nerkmx npeobnagaer BacKyNsApPHbIA KOMMNOHEHT C BbICOKMM ypoBHeM cpegHero OJ1A, ICC n HU3KUM cepaeYvHbIM
WHAEKCOM MPU NETKUX MAN YMEPEHHbIX GYHKLMOHANbHbBIX M MOPPOIOTMYECKMX M3MEHEHUAX CO CTOPOHbI NETKUX.
MmeHHO noaTomy nedeHue JII Ha ¢oHe 3aboneBaHUIN NETKUX AOMKHO ObITb COCPEAOTOUEHO, B MEPBYHO OYEpPeb,
Ha JlIeYEHUM OCHOBHOM naTosorMu. [loKasaHO, 4TO A/UTEeNbHas  KUCIoOPOAOTepanua  CAEpKUBaeT
nporpeccmposaHue JII y naumeHtos ¢ XOBJ1. Tem He meHee, OHa peaKo NPUBOAUT K HOpPMaan3auum gaBneHua B
JIeroYHOM apTepum, TaK KaK Ba3sOKOHCTPUKLIMA COYETAETCA CO CTPYKTYPHbIMU M3MEHEHWAMM COCYLOB MO0
Kpyra KpoBoobpaleHnsa. Ha KOppeKLMIo rTMNOKCEMUM HamnpaB/ieHa U CTaHAAPTHaA BPOHXONMTUYECKAn Tepanus.
Takne OPOHXONUTUYECKME MNpenapaTbl, KaK agpeHepruyeckne cpencrsa Aaa WHMANALMOHHOINO BBEAEHUA U
TeodmnnnH, o6aagatoT  AOMONHUTENIbHBIM  BA30AMNATUPYIOWMM  AEACTBMEM Ha COCyAbl Manoro Kpyra
KpoBoobpaleHua. AantenoHas HEMHBA3MBHAA BEHTUAALMA NETKUX, LOMNOJHUTENIbHBIM NPENMYLLECTBOM KOTOPO
CNYXKUT CHUMNKEHME aMNANTYAbl OTPULLATENBHOIO BHYTPUIPYAHOTO AaBaeHuA, 6iarogaps KOPPEeKLUU runepKanHmum
N TMNOKCEMMUM, TaKKe CNOCOBCTBYET CHUMKEHMUIO AaB/IEHMA B IEFOYHON apTeEpUM.

3.5.8. XpoHuueckaa Tpomb603amboanyeckan NeroyHasa runepreHsns

XpoHuyeckana Tpomboambonnyeckas nerodHaa runepteHsus (XTI/T) xapakTepusyetcs OBCTPYKTUBHbIM
pemoaenMpoBaHMEM JIEFOMHON apTepuu BcheacTene Tpomboamboimm nerodyHom apTepmn, ConpoBOXKAAOLWMMCS
passutnem JII. CoBoKynHaa 3abonesaemoctb XTI/ cocrasnseTr 0,1 - 9,1% B TeyeHWe nepBbix 2 feT nocne
aNu304a CUMNTOMHOM TPOoMb603Mb0IMK neroyHoim aptepun (TI/A) [6, 33, 72]. XoTA To4Has pacnpocTpaHeHHOCTb
W exerogHas 3abonesaemoctb XTI/ HEN3BECTHbI, HEKOTOPbIE AaHHbIE YKa3blBalOT Ha TO, YTO 3TO 3aboneBaHue
MOXET BO3HMKATb Yy 5 YeNloBEK HAa MUANMOH HaceneHusa B rog [32]. Mpu auddepeHumanbHol gnarHoctuke XTI
cnefyeT UCKYATb APYyrMe BO3MOMXKHbIE BapuMaHTbl 06CTPYKLMM IerO4YHOM apTepmm, TakMe Kak CapKoma J1erovHom
apTepun, amb01A ONyXONEBLIMU KNETKaMU, NapasUTUYECKME (IXMHOKOKKO3HbIE KUCTbI), SMBOANN MHOPOAHBIMM
TeNlaMM, BPOXKAEHHbIE AN NPUOBPETEHHbIE CTEHO3bI IEFOYHON ApTEPUMN.

CBoeBpemeHHana NOCTaHOBKa AmarHosa XT3/ 3aTpyAHUTENbHA, Tak Kak 3HauyuMTeNbHOe YMCNO Cayyaes
XTI/l passuBaeTca Npu OTCYTCTBUM MpeaLlecTBylowero octporo anmsoga TIOJ1A, a KAMHMYECKME CMMNTOMBbI
ABNAIOTCA HecneundpruyeckKMmMM UAK OTCYTCTBYIOT Ha paHHUX ctaguax XTI, KanHudeckne cumntombl XTINT
MOTyT HanomuHaTb octpyto TIJ1A nam UAT. B nocnegHem cnyyae oTEKM U KPOBOXapKaHbe BO3HMKAIOT Yalle y
nauneHtoB ¢ XTI/, B TO Bpemsa KaK OOMOPOKM Yalle BCTpeyatoTcs y naumeHTtoB ¢ WAL, OuarHos XTINT
OCHOBbIBAETCA Ha pe3ynbTaTax o06cnefoBaHUA, MOJYYEHHbIX Mocae 3 MecAueB afeKBaTHOM Tepanuu
aHTUKoarynaHTaMmu. [na NocTaHOBKKM AnarHosa XTI/ Heobxoanmbl cnegytowme Kputepumn: cpeaHee OJ1A >= 25
MM pPT. CT. n cpegHee A3/1A <= 15 mm pT. CT., HecornacoBaHHble gedekTbl NnepPy3nm Npu CUUHTUIPAPUM NErKUX U
cneundumyeckne amarHoctuueckme npusHakm XTII, Bbiasademble Ha MCKT opraHoB rpygHOW KNeTku ¢
BHYTPUBEHHbIM BONIOCHBIM KOHTpacTMpoBaHuem, MPT uan 06bl4HON NEerovyHoM aHrMoKMHemaTorpadum, Takue
KaK KoJibLleBble CTEHO3bl, ceTeBuAHble/ILieNeBUaHbIE U3MEHEHMS MPOCBETA COCYAa M XPOHWYECKME TOTajibHble
OKKNIO3UU (M3MEHEHMUA B BUAE BbIOYXaHUS MU KAMHOBUAHOTO cyxeHus). Ecnm cpeaHee AJ1A < 25 mm pT. CT., HO
NPUCYTCTBYIOT OCTasibHble BblLLenepeyYncaeHHble NPU3HaKW, AvarHoctTupyerca XPOHWUYEeCcKas
Tpomboambonunyeckas 6onesHb (XTIB).

B TO Bpema Kak KomnbloTepHasa Tomorpaduma OpraHoB rpygHON MOAOCTU C BHYTPMBEHHbIM GOAOCHbBIM
KOHTPACTUPOBAHWEM ABASETCA WUCCAeAOBaHMEM Bblbopa B  AMarHoctuke octpoi T3IJIA, nnaHapHas
BEHTUNALUMOHHO-NEPdY3NOHHAA CUMHTUIPAdPUA Nerknux OCTaeTcA OCHOBHbIM MeTOAOM ANA Buayanm3sauum XTI,
TaK KaKk A8 NOCTaHOBKM AMarHo3a oHa obnafaeTt 4yBCTBUTENLHOCTbIO 96 - 97% un cneundmryHoctbio 90 - 95% [47].
XoTa XT3/ M paccmaTpuBaeTca B pamMKax BEHO3HOM Tpomboambonmu, Knaccuyeckue Tpomboduamyeckue
daKTopbl pMCKa NpWU 3TOM MATONOrMM HEPeAKO OTCYTCTBYIOT. TaK, NO AaHHbIM eBponenckoro permnctpa XTIIT
npeawecrsyowme anmsogbl TI/1A yaaetcs noaTsepauTb B 74,8% cnyyaes, a TPomb603bl r1y6oKMX BeH - B 56,1%
cnyyaes. XT3N vawe pas3sBuBaeTcs y MauueHToB € aHTUdochonmnuaHoim cuHapomom (10 - 15%). OgHako
aeduumt aHTuTpombuHa lll, npotenHos C u S, romounctenHemms, myTtauma G20210A B reHe NPoOTPOMbBUHA He
yBeNNYMBaOT pUCK pa3BuTusa XTI/IT. NoBTOpHble BEHO3HbIe TPOMB03IMBOANM N BbICOKUI ypoBeHb D-gmMmepos
nocne OTMeHbl aHTUKOAry/IAHTHOM Tepanuu TaKXKe He accouMMpoBaHbl ¢ H6osnee YacTbim passutuem XTIT.
BmecTe c Tem, roMmo3nroTHble NoAMMopdHble BapuaHTbl reHa V dakTopa BcTpeyvatoTca vale npu XTI, yem npwm
APYrvX BapuaHTax NeroyHow runepteHsum (29% npotus 7,8%).



YBKC ABnAeTcA Ba*KHbIM  OMArHOCTUYECKMM  MHCTPYMEHTOM. YpOBeHb npeaonepaumoHHOro U
nocneonepaumoHHoro JICC aBnsetTca MapKepom A0J/IFOCPOYHOrO0 MPOrHo3a [272]. 3akawouuTesnbHbIM 3Tarnom
AMarHoCTMYECKOro npolecca ABAAETCA CeseKTUBHAA aHrmonysbmoHorpadusa. OHa BbIABASET KO/bUEeBUAHbIE
CTEHO3bl, CeTeBMAHble W LWEeNeBuAHbIE WU3MEHEHMA MNPOCBETA COCYAO0B, M3MEHEHMA MeWoT4aToro Tuna,
HeperyiapHOCTb CTEHKM COCYAOB W MOJIHYIO OOCTPYKUUIO apTepun, Kosnatepann OGpoHXManbHbIX apTepui, a
TaKXXe MOMOraeT B TEXHWYECKOW oOLeHKe onepabenbHoctu 6osbHOro. Anroputm obcnegosaHusas 60bHOTO C
nogospeHnem Ha XTINIT/XTI6 npeacrasieH Ha pucyHke 3 (MpunoskeHue B).

OcHOBHbIM MeToaoM JieyeHus XTI cumTaeTca TPOMOIHAAPTEPIKTOMUA U3  JIETOYHOM apTepuu,
CMEPTHOCTb MPU KOTOPOM B KPYMHbIX €BPOMNENCKUX LeHTpax coctasnsdeT <= 3,5% [6, 33, 72, 273, 274, 275].
PeweHne 06 onepabenbHOCTM OGONBHOFO MNPUHMMAETCA MYAbTUAUCUMNAMHAPHOM KOMaHAon. BosbHOM
npusHaeTca HeonepabesbHbIM, eciM noAobHoe peleHMe BbIHOCUTCA KaK MUHUMYM 2 He3aBUCUMbIMU
3KCNepTHbIMM UeHTpaMu. O6WmMMK KpuTepusamm oTbopa AN XMPYPrMYecKoro NeYeHUs CAYXKUT XMpypruyeckas
AOCTYNHOCTb TPOMBOB B OCHOBHbIX, A0NEBbIX UM CEFMEHTAPHbIX IEroYHbIX apTepuax. Bo3pacT naumeHTa cam no
cebe He ABNAETCA NPOTUBOMOKA3aHMEM K OMEPATMBHOMY JIeYEHMIO, TaK e Kak u BennumHa JICC n Hanuuue
OMCOYHKUMM NPaBOro Kenyaodka. B oTamume ot xupypruyeckoit ambonsktommm npu octpon TIJIA, neyeHue
XTI/ TpebyeT 6BunatepanbHOM 3HOAPTEPIKTOMUM C AOCTYNOM Yepe3 MeaMmasibHblA C/I0M IeroYHOM apTepuu.
Onepauma  BbINOAHAETCA B YCAOBUAX  [NyOOKOM  rMNOTEPMUMM U OCTAaHOBKM  KpoBooODpalleHuA.
MocneonepaLuMoHHbIN penepdy3nMOHHbIA OTEK MOXKET NOTPpeboBaTb NpoBeAeHMA BeHoapTepuanbHoi IKMO.

- PekomeHpyeTcs 06CyKaeHMe BO3SMOXKHOCTU BbINONHEHUSA TPOMO3HAAPTEPIKTOMUM N3 SIEFOYHON apTepum
MYAbTUANCUMNIIMHAPHON KOMaHZON KaK MWMHUMYM 2 HE3aBUCMMbIMM 3KCNEPTHbIMM LEHTpaMWU ana Bcex
NauneHToB C AOKYMeHTupoBaHHoM XTI [6, 33,72, 273, 274, 275].

-EOKIC (YA 5 YYP C)

- PeKkomeHZyeTca Mpuem aHTUMKOary/JsaHTOB HenpsmbiX (aHTaroHMcToB BuTamuHa K), parke nocne
BbIMOJIHEHUS TPOMO3IHAAPTEPIKTOMUN M3 NErOYHOM apTepum Bcem naumeHTam c XTI gna npodpunakTUKu
peuunansa ocTpon Tpomb0ambonKM eroyHom aptepum [6, 33, 72].

-EOKIC (YA 5 YYP C)

Hanuune aHrvonatmm u npekanuanapHbiidi xapaktep JII npu XTIJ/IT OTKpbIBaeT BO3MOMKHOCTM ANA
npUMeHeHnA cneundrUUeckon Tepanumn aHrMnepTeH3MBHbIMKU Npenapatamm ana nedenns JIAM. JaHHaa Tepanua
MOXeT OblTb oOnpaBgaHa Yy NAUMEHTOB, MPU3HAHHbLIX HeonepabenbHbIMM, @ TaKke Yy MaUMeHTOB C
NepcUCTUPYOLEN AN PeLUANBUPYIOLLEN NErOYHOM rMNepTeH3Men nocie TPOMOIHAAPTEPIKTOMUN U3 NErOYHOM
apTepum.

- He pekomeHayeTcA MPUMEHATb CNeuMOUYECKYl0 Tepanuio aHrMnepTeH3MBHbIMKW Mpenapatamu A4S
nNeyeHus JIAT y onepabenbHbiX NALMEHTOB C TAXKENbIMU HapyLIEHMAMMU reMOAMHAaMMUKN B KayecTee "MocTa" nepes
BbIMOJAHEHNEM TPOMO3HAAPTEPIKTOMMM U3-3a OTCYTCTBMSA A0Ka3aTelbHOM Hasbl ee apdeKTMBHOCTH [72].

- EOK HeT (YA 5 YYP C)

Mo pesynbTaTam uccneposaHma CHEST-1,2 Tepanusa puouuryatom** y 261 nauumeHTa ¢ HeonepabenbHoM
XTI wan nepcuctupylowein/peungmsnpytowlein XT3N B TeyeHue 16 Hedenb Tepanuu npusoguna K
yBennyeHumio TOH n ynydweHmo napameTtpos remoanHammnkn MKK, Brkntouas u cHukeHue JICC [277].

- PekomeHAayeTca HasHayeHue puoumryata** naumeHTtam c HeonepabenbHol/pesnayanbHoit XTI gna
yAy4LIeHna NepeHoCUMOCTU GU3NYECKMX HAarpy30K U reMmogMHaMUYEeCcKUX Nokasartenen [6, 33,72, 277].

-EOK I C (YA, 2 YYP A)

HoBbiM HanpaBneHWeM B iedeHUn naumeHToB ¢ XTIJIT aBnseTcs KaTeTepHas OGaNNOHHAs aHTMOMAACTUKA
neroyHon aptepum (BAMNJIA). OT60op naumeHToB Ha BATMJIA ocyllecTBAseTcA TONbKO NOoc/e NPUHATUSA pelleHns o
HEBO3MOYHOCTU BbIMNOJAHEHUA TPOMOIHAAPTEPIKTOMUMU U3 SIEFOYHOW apTeEPUM MWUHUMYM B ABYX IKCMEPTHbIX



LeHTpax nerovyHom runepteHsmn [6, 33, 72, 278]. Metoauka sbinosHeHna BAMNNA npu XTI/ choxHa, Tpebyet
HaBblKa M XOpOLIEero 3HaHUA aHaToMuK U remoanHamukn MKK, nosTomy A0KHA BbINOAHATLCA TOMIbKO B LEHTpax,
mmetowmx 60bLoM onbIT N0 BeAeHMo NaumeHTos ¢ XTI/

- PekomeHA0BaHO paccMOTPETb BO3MOXKHOCTb BbINOAHEHWA 6ANNOHHON aHIMOMNAACTUKN EFOYHOM apTepPUn
B KayecTBe a/ibTePHATMBHOIO MeToAa sedeHuna HeonepabenbHbIx 60abHbIX ¢ XTI/ gns yayydweHns ux NporHosa
[6,33, 72, 278].

- EOK 1IbC (YOA 5 YYP C)

AnropuTtm nedenus XTI/ npeactaBneH Ha pucyHke 4 (MpunoxkeHue b).

3.5.9. OcobeHHOCTU BeaeHUA NALMEHTOK AETOPOAHOro BO3pacTa C JIErOYHOM runepTeH3nemn

NI accoummpoBaHa C BbICOKMM YPOBHEM MATEPUHCKON W NepuHaTaNbHOW neTasbHOCTU. Bo Bpemsa
6epeMeHHOCTM B  OpPraHM3Me JKEeHLMHbl MNPOUCXOAAT  CYLLEeCTBEHHble afanTauMOHHble  WU3MEHEHUSA:
06pa3oBaBlIMIACA NAOAO0BO-MALEHTAPHBIA KOMMIEKC npeacTaBnseT coboii TaK HasbiBaeMblil "TpeTuit Kpyr
KpoBoObOpaLeHUsa", N ero BKAOYEHME NPUBOAMT He TOMbKO K MOBbLILWEHUIO MAcCbl Tena, HO U K HapacTaHWto
YacToTbl cepaeUHbIx cokpaweHuin (YCC), a TakKe K 3HaumTenbHomy (oT 30 Ao 50%) yBeNMUYEHUNIO KaK cepaeyHoro
BblbpoCa, Tak M obbema LMpKyaupytowel Kposu (pusmonormyeckas runepsonemusn). Co CTOPOHbI CUCTEMBI
AbIXaHWA OTMeYaeTcA yBeauveHue AbixaTesbHOro obbema fierkux, KOTopblid K KOHUY recTauuMoHHOro nepuosa
Bo3pacTaeT Ha 30 - 40%, a yacToTa AbixaHua ysennumsaetca Ha 10%. Y KeHwWwuH c JIT 3TM M3MeHeHUA moryT
NPUBECTU K KAMHMYECKOM AeKkomneHcaumn. Cam npoLecc AMarHocTMKM u nevenua JII 8 nepmos 6epemeHHOCTH
npeacrasadaeT onpeaesieHHble TPYAHOCTW, CBA3aHHble HEe TOJIbKO C OrpaHU4yeHMem AMarHOCTUYECKMX
BO3MOXHOCTEN, HO U C BbIBOPOM MeaMKaMeHTO3HOM Tepanuun. B HacTosALLee BpemMs B MUpPe OTCYTCTBYIOT eAUHbIE
COr/lacoBaHHble NOAXOAbl K BeAeHUo bepemeHHbix ¢ JIT, BCheAcTBME HANUYMA ITUYECKMX aCNEKTOB Npobaembl
NnpoBeAeHNA  KPYMHbIX PaHAOMMU3INMPOBAHHBLIX MIALEOO-KOHTPOANPYEMBIX MHOTFOLLEHTPOBBIX  KJAMHUYECKUX
NCcCNneaoBaHUM, U Bce AOCTYMHbIE PEKOMEHAALMM HOCAT B OCHOBHOM YPOBEHb A0Ka3aTebHoCTU C, OCHOBbIBAACH
Ha OMbITe 3KCNEePTOB U OTAE/IbHbIX LLEeHTPOB.

- He pekomeHayeTcs bepemMeHHOCTb NaLMEHTKAM C 1Iero4HOM runepTeHsmel [6, 279, 280].
-EOK B (Y44, 4 YYP C)

- PekomeHayeTcA NpoOBOANUTL CTPATUPUKALIUIO MATEPUHCKUX PUCKOB BO3HUKHOBEHUA cepaeYHO-CoCyANCTbIX
OC/IOXHEeHUI no wkane mMWHO npu nnaHUpoBaHUN BepeMeHHOCTM, a TaKKe Npu HacTynaeHum bepemeHHOCTU
naumeHTtkam c /I [279, 280].

-EOK IC (YOS, 4 YYP C)

- PekomeHayeTcsa NCKyCCTBEHHOE NpepbiBaHMe 6epemMeHHOCTU B ClydYae HacTynaeHus bepemeHHocTm [279,
280].

-EOK IC (YOS, 4 YYP C)

KommeHTapun: CorfiacHo moandpuumMpoBaHHON Knaccudukaumm BO3 no oueHKe pucka cepaedvHo-
COCYAMCTbIX OCNOXKHEHWN ANA MaTepu M noTomcTBa bepemeHHble ¢ JII oTHocATcA K IV KaTeropuu pucka, npu
KOTOpoi bepeMeHHOCTb MNpPOTMBONOKasaHa [279, 280, 281, 282, 283]. PesynbTaTbl aHanM3a MCX0A40B
6epeMeHHOCTM M POA0B B KPYNHbIX MEAULMHCKMX LEHTPAX MOKasaan, 4To bepemMeHHOCTb Y KeHWwuH ¢ JIAT no-
NnpeXHemy accouMMpPyeTca C BbICOKOW MaTEPUHCKOM feTanbHOCTblo - OT 25% Ao 56% [284, 285], BbiCOKOW
4acToTON NperKAeBpeMeHHbIX poaos - 85 - 100%, cMHAPOMOM 33a4epKKM pa3BuTua naoga B 3 - 33% cayyaes, a
TakKe rmbenbto nNaoaa/HOBOPOXKAEHHbIX B 7 - 13% cnydaes [6, 279]. B cBA3n ¢ 3TMM naumeHTKe ¢ JIAT AoMXHO
ObITb NpPensIoKeHo npepbiBaHWe BepemMeHHOCTU MbOo JO0CPOYHOE poaopaspelleHme (B 3aBUCMMOCTU OT CPOKa
nporpeccupytolen b6epemeHHocTn). B caydyae OTKasa OT npepbiBaHMA  6epeMeHHOCTM/A0CPOUYHOro
pogopaspeleHma bepemeHHOCTb BeaeTca Kak bepemeHHOCTb Il Knacca (MWHO), T.e. 6epeMeHHOCTb BbICOKOro
pUCKa pa3BUTUA CepAEYHO-COCYOMUCTbIX OC/OXHEHUM, B TOM 4ucne W ¢aTaNbHbIX, C MNPUBJEYEHUEM



MYNbTUAUCUMNIIMHAPHON  KOMaHAbl B COCTaBe Bpayva-Kapamonora, Bpaya-akywepa-rMHeKosora, Bpaya-
aHecTesno/iora-peaHnMmaTosiora, Bpaya-neguMatpa W cneuyyanncta MO NErOYHOW  FUNEPTEH3UM U
poaopaspelleHneM B CReLMann3npoBaHHbIX NepuHaTanbHbiX UeHTpax Il yposHa [280, 282, 286]. B cay4ae
cornacuvsa nauMeHTKM Ha npepbiBaHMEe GepemeHHOCTH, MeAULMHCKUIA abopT AonxKeH ObiTb BbINOJHEH A0 22
Heaenb bepemeHHocTun. [287, 288]. MNpepbiBaHMe bepemeHHOCTM Ha Bonee NO34HUX CPOKAX MO PUCKaM Pa3BUTUA
OC/IOXKHEHUI COMOCTaBMMO C PUCKaMM AOCPOYHOro pogopaspelieHua Ha 32 - 34-i Hepesie GepemeHHOCTHU.
Hanbonee onTMmanbHbIM CPOKOM AN5 MpepbiBaHnA 6epemeHHOCTU ABAseTca cpok B 10 +/- 3 Heaenb recraumm
[287, 288, 289, 290]. MeANKaMEHTO3HbIE U XUPYPIMUYECKME METOAbl MPepbiBaHUA BepemMeHHOCTU OAUHAKOBO
3¢ dEKTMBHDBI M CONOCTaBMMbI MO YAaCTOTE Pa3BUTUA CEPbE3HbIX OCNOXHEHMH. Of4HaKOo, MO AaHHbIM AUTEPATYPbI,
yalle NPOBOAATCA XuUpypruyeckme Manunynsauum (2,1 npotms 0,6%) [291, 292]. Mpoueaypa npepbiBaHUA
6epeMeHHOCTN [0/KHA NPOBOAUTLCA B CNELManvM3MpoOBaHHOM LeHTpe. MeaMKaMeHTO3HOe npepbiBaHMe
bepemeHHOCTU LenecoobpasHo paccMmaTpmBaTb A0 9 Heaenb 6epeMeHHOCTM C MCNO/Ib30BaHMEM HU3KMX 403
musonpocrona (100 mr) [280].

- PekomeHayeTca NpoBoAnTb OCMOTP 6epemMeHHON BpauoM-KapAMoorom Kasable 2 - 4 Heaenu, a npu
HEeobX0AMMOCTH - exkeHefe/bHO (B TpeTbem TpumecTpe 6epeMeHHOCTM B Caydae MposioHraumm 6epemeHHoOCTH)
[287, 288].

- EOK Het (YOA4 5 YYP C)

KommeHTapun: TMpu nepsnyHom obpaweHun 6GepemeHHo ¢ JIAT npoBogutca  ¢uU3MKanbHoe
obcnenoBaHMe, OLEHKA TONEPAHTHOCTM K GU3MYECKOW Harpyske, nyabcoKcumeTpua, IxoKl ¢ npuuenbHoi
OLEHKON OYHKUMKM NpaBoro Kenaygovka u onpegeneHne yposHA NT-proBNP B cbiBOpOTKe KposBu AnA
cTpatudUKauum pucka JIAT. B cnydae Hu3Koro pucka (OK | - 1) naymenTkn ¢ AT B | TpMecTpe ocMaTpuBatoTCs He
pexe 1 pasa B mecsu. Bo Il TpumecTpe KpaTHOCTb BU3UTOB MaLMEHTKM MOXKET ObiTb yBennyeHa o 1 pasa B 2
Hegenu. B KaxKabl BU3UT, HapsA4y C OCMOTPOM, cieayeT BbiNoAHATb IxoKI, TLWX, oueHmBaTtb ypoBeHb NT-proBNP
W AaHHble nynbcokcumeTpuu. B IIl TpumecTpe aaxke npu 6aaronpuaATHOM TeueHMM GepeMeHHOCTU U HU3KoM DK
NAT (I - II) noKa3saHa naaHOBasA rocNUTaNM3aLMa B CNELMANM3NPOBAHHbIM NEPUHATANbHBIN LEHTP, UMEIOLWMIA ONbIT
OVArHOCTUKN W nedeHmna JII, B CBA3M C BbICOKMM PUCKOM MNpPEXAEBPEMEHHbIX POAOB M reMOANHAMUYECKUX
HapyLWeHWI, a Takxke ANna BepuduKauum cpokos 1 cnocoba poaopaspelleHmns, aHecTeanoA0rMYeckoro nocobms.
MNauneHTkn ¢ NIAT 11l - IV @K (BO3) gonxHbl HabnoaaTbcA B YCNOBUAX CTaLMOHapa BeCb nepmoa 6epemeHHOCTH C
IxoKl-KoHTponem He pexe 1 pasa B 4 Hegenu UAN NpU UIMEHEHUN KAUHUYECKOW KapTuHbL. MNpu nosasneHuu
NpPU3HaKoB yxyaweHua TedeHua JIA[ Ha nobom cpoke GepemeHHOCTM (HapacTaHWe OAblWKK, MoABNEHUE
CUMMNTOMOB AUCHYHKLMM NPABOro KeNyLouKa, FUMNOKCEMWUM, HaPYLIEHUN PUTMA, TFONOBOKPYKEHUN wuan
CUMHKOMaNbHbIX COCTOSIHWUIM) NOKa3aHa rocnMTanM3aumns naumeHTKM B CrneunanmsmMpoBaHHbin LeHTp [280, 282, 292].

- PekomeHayeTca npoBeaeHme axoKapamorpadmm Bo Bpemsa 6epemeHHOCTM Kaxable 4 - 6 Hegenb AM6o npwm
YXYALEHUN COCTOAHMA NauMeHTKu [6, 279, 280, 282, 292].

-EOK IC (YOS, 4 YYP C)

- PeKomeHayeTca paccMOTpeTb BO3MOMHOCTb MpPOBeAEHUsAs Ype3BEeHO3HOW KaTeTepusauumm cepaua
6epemeHHbIM ¢ JIT ¢ ANarHOCTUYECKOM LLENbIO TO/IbKO NO CTPOrMM noKasaHuam [280, 287, 288].

- EOK IIbC (YA, 5 YYP C)

- PekomeHAyeTcA BbINOJIHEHME YPECNULLEBOAHON 3XOKapanorpadum 6epemeHHbiM ¢ /T Ana UCKAOYEHUA
BMNC B cnyyae HeONTMMAabHOM BU3yann3aLMmM Npu TpaHCTOpaKanbHOM axoKapauorpadum [6, 280, 287, 288].

- EOK IC (YA, 5 YYP C)

- PekomeHAayeTcs BbIMOJIHATb KOMMNbIOTEPHYIO TOMOrpaduio OpraHos rpyaHoM NosoCTU C BHYTPUBEHHbIM
60/10CHbIM KOHTPaCTUPOBAHUEM TOJIbKO MO M3HEHHbIM NOKa3aHWAM, B TOM YUCAe M NMPU NOA03PEHUN HA OCTPYHO
Tpomboambonuto neroyHol aptepuu [6, 280, 287, 288].

- EOK IIbC (YA, 5 YYP C)



KommeHTapuu: MpegnoyteHne ana ucnonb3oBaHua otgaetca KT ¢ HU3KMM ypPOBHEM /ly4eBOM Harpysku
(0,01-0,66 mI'p) [280, 293, 294].

- PeKOMGHLI,yeTCH NPOAO/THKUTb CI'IELI,VId)VI‘-IeCKYIO Tepanuio aHrMnNepTeH3nBHbIMU NpenapaTamm ana ne4yeHunA
JNIAT BO Bpems 6epeMeHHOCTU NaumMeHTKam, Moay4YyaBlWMM ee 0 bepemMeHHOCTU, C 3aMeHOW SIeKapCTBEHHbIX
npenapatos, obnafalowmx MNOTEHUMANbHBIM TEePaTOreHHbIM M 3MOPUOTOKCMYECKMM AelicTBMEM, HA bonee
6e3sonacHble [6, 280, 287, 288].

- EOK llaC (Y44 5 YYP C)

- PekomeHayetca WHUUMMPOBATL CneuUPUUECKYl0 Tepanuio aHrMMNepTeH3MBHbIMM Mpenapatamu  Aas
neyenua JIAT Bo Bpema OepemMeHHOCTM MauMeHTKam, He MnoaydyaBlWKMM ee A0 OepeMeHHOCTU, C Yy4eToMm
NOTEHLMAJIbHbIX TePATOreHHbIX U IMBPUOTOKCHYecKuX apdeKToB NpenapaTtos [6, 280, 287, 288].

- EOK llaC (Y44 5 YYP C)

KommeHTapun: O6bem crneuyuduyeckon Tepanun (MoHOTEpanua WAM KOMBMHMPOBAHHAA Tepanus)
onpegensieTca Ha OCHOBAaHWM cTpaTUdMKALMKM pucKa neTanbHocTM [10]. B KayecTBe npenapata NepBON NIMHUK
4acTo ncnosb3yertca cungeHadun B ctaptosoit gose 20 mr 3 pasa/cyT. HasHauyeHne UHIraNALMOHHOro MA0MpPOCTa
BO Bpemsa 6epemeHHOCTM U nocne poAoB MoKasaHo nauueHTkam c Il - IV ®K (BO3). B nogrpynne naumeHToB C
NOIOKUTENbHBIM  BA30OPEAKTUBHbIM TECTOM HeobXxoAMMOo MNPOAO/MKMTb  MAM  UHULUMMPOBATL  Tepanuio
61oKaTopamm "MeanieHHbIX" KanbLMeBbIX KaHanoB [6, 266, 280, 282].

- He pekomeHgyeTca HasHayaTb IPA bepemeHHbIM AN NAaHMPYOLWMM bepeMeHHOCTb naumeHTKam ¢ JIAT B
CBA3W C TePaTOreHHbIM M SMBPUOTOKCUYECKMM AencTBuem npenapaTtos [280, 287, 288, 295, 296].

- EOK NIC (YOA4, 5 YYP C)

- PeKomeHZyeTca  pacCMOTpPEeTb BO3MOMKHOCTb  HasHauyeHus  ¢ypocemupa**  pgna  Koppekumu
NpPaBOXeNyL04YKOBOM cepaeyHoMN HeaoCTaTOMHOCTM BO Bpems bepemeHHocTu [280, 282].

- EOK 1IbC (YO4 5 YYP C)

KommeHTapuu: He peKomeHA,0BaHO PYTUHHOE Ha3HaYeHMe MOYEroHHoW Tepanuun y 6epemeHHsbix. B ciyyae
HeobXxoAMMOCTU - UCMONb30BaTb MET/NEBblE AUYPETUKU C OCTOPOMKHOCTbIO B CBA3M C OMACHOCTbIO obeaHeHun
Nna040BO-NNALEHTAPHOr0 KPOBOTOKA, M NOA AMHAMUYECKUM KOHTPOIEM COCTOSIHUSA N104a.

- He pekomeHayeTcs HasHayaTb CMUPOHONAKTOH** BO Bpema 6epemMeHHOCTU B CBA3U C BbICOKMM PUCKOM
dbemMuHM3aUMM HOBOPOKAEHHbIX MY»KCKoro nona [280, 289, 292].

- EOK IIC (Y44, 5 YYP C)

- PekomeHaoBaHa Koppekuua gedbuumta Kenesa BO BpemMsa H6epeMeHHOCTM B CBSI3M C HEraTMBHbIM
B/IMAHMEM Ha Npouecchl pemoaennpoBaHma cocyaos MKK [280].

- EOK et (YA4,5 YYP C)

- PekomeHayeTca oTmeHa BapdapuHa** 6epemeHHbiM ¢ JIAT, NonyyaBlIMX AaHTUKOAryAsHT Henpsamoi
(aHTaroHuct ButamuHa K) o 6epemMeHHOCTH, M3-3a aMbpUNo- U peToToKcuUYeckmx adpdeKkToB npenapata (cpasy
nocsne NoATBEpPXAEHUA COCTOAHMA BepemMeHHOCTH) U MHMLMALMA Tepanum renapuHamm B TepaneBTUYECKUX A03aX
(B pacueTe Ha Bec g0 bepeMeHHOCTH), KOTopas A0/MKHA BbiTb NPOAO/KEHA B TeYEeHMe Bcelt bepemeHHocTU [156,
280, 295].

- EOK l1aC (YA4,5 YYP C)

- PekomeHayeTca NpoaoKuUTb 6epemeHHbim ¢ XTI/ Tepanuio renapMHamy B TepaneBTUYECKMX A03aX B
pacyeTe Ha Bec 40 6epemeHHOCTM B TeyeHWe Bcet 6epeMeHHOCTM WAW MHUUMMPOBaTb ee, B C/yyae eciu



aHTUKOAryAaHTHaA Tepanua He npoBoauaack Ao bepemeHHoctn [280, 297].
-EOK I C (YOA 5 YYP C)

- PekomeHpoBaHa MOBTOPHAasA OLEHKA MOKa3aHWM K HasHayeHuio NpoduIaKTUYECKUX 403 renapuHoB B
TeyeHue Bcell bepemeHHOCTU Tem BepemeHHbIMm ¢ JIAT, KOTopble He MOAYyYaan aHTUKOAryAsHTHYIO Tepanuio 4o
bepemeHHocTH, [6, 280, 292, 297, 298].

-EOK b C (YOA4 3 YYP B)

- PekomeHpoBaHO Bcem 6epemeHHbIM ¢ JIAT, He NoAyYaBLWMM aHTUKOATYAAHTHYIO Tepanuio 40 M BO BpemMs
6epeMeHHOCTN, MHULMWPOBATb aHTMKOAryNAHTHYIO Tepanuto renapuHamu B Il Tpumectpe H6epemeHHOCTM B
npodunakTUYeckmx go3ax (Npu oTCYyTCTBMM NOKasaHUI K neyebHbim fo3am) [6, 280, 292, 297, 298].

-EOK b C (YOA4 3 YYP B)

- He pekomeHayeTca npoBoAWTb Tepanuio NPAMbIMU aHTUKOAryAHTAMU ANA NepopasbHOro npuvema y
H6epemeHHbIX nauneHTok ¢ JIAT u XTI/ B cBA3M C OTCYTCTBMEM [aHHbIX 06 3¢pdeKTMBHOCTN 1 Be3onacHOCTU 3TUX
npenapartos [280, 292].

-EOK IIC (Y4 5 YYP C)

- PekomeHayeTca NoAaBAATb NaKTauMio naumeHTok ¢ JIAT nocne pogopaspelieHna ans CHUXKEHUA pucka
pa3BuTma HebnaronpuaTHbIX cobbiTmin [280, 292, 299, 300].

- EOK llaC (Y44 5 YYP C)

KommeHTapun: Kopmnenue rpyabto - metTabonnyeckmn 3aTpaTHbii npouecc. Kpome Toro, B NoC1epoaoBom
nepuoge naumeHTkn c JIA[T HyKOalTcs B paHHEN OnTUMM3auMKM cneundryeckon Tepanuu npenapatamu,
3KCKPETUPYIOLWMMUCA C TPYAHBbIM MOSIOKOM. JTaKTaLMio NoAaBASIOT C MOMOLLBIO CTaHAAPTHbIX 4,03 KabeproivHa
(0,25 mr kaxkaple 12 4 B TeyeHne 2 gHen) nam 6pPoMoKpMnTUHaA (2,5 Mr B AeHb poaopaspelleHuns, a 3atem 2,5 mr
[ABa pasa B AeHb B TeueHue 14 gHel), ecnmn kabeproanH HegocTyneH [280, 299, 300].

- He pekomeHAayeTcs UCNoNb30BaTh 06LLYIO aHecTe3nto Npy onepaTMBHOM PoAopa3spelleHnn NauneHToK ¢
JIAT B cBA3M C Tem, UTo 06LaA aHecTesnn y 3TUX NaLMeHTOK ABAAeTcA 0AHMM U3 GaKTOPOB PUCKA MaTePUHCKON
neTtanbHocTH [6, 280, 282, 285, 292, 301].

- EOK NIC (YO4, 5 YYP C)

- PekomeHayeTcA onpenenAatb nnaH poaopaspelleHna bepemeHHbix ¢ JIAT mynbTuaAnCUMNAUHAPHON
KOMaHAO0M, BKAOYAA OLEHKY OPMEHTMPOBOYHOrO ONTUMa/bHOIO CPoKa M cnocoba pofopaspelleHus, a TakKe
nnaH BeAeHWA MOCAepoaoBOro nepuoaa (HeobxoAMMOCTb MexaHMYeCcKo noaaep»KKu, npebbiBaHWe B nanaTe
WMHTEHCMBHOW Tepanun) [280, 292].

-EOK IC (YA, 5 YYP C)

KommeHTapum: OcTaetca  AMCKyTabenbHbIM  BOMPOC CPOKOB M cnocoba  popopaspelleHus.
MpeanoyTnTeNbHBIM CNOCOBOM pPOAOPA3PELLeHUs ABAAIOTCA POAbl Yepe3 ecTecTBEHHble pPoJOBble MyTH,
aCCOUMMPOBAHHbIE C MEHBLWMMMU PUCKAMWU  FEMOPPArnYECKUX, WHOEKLMOHHbIX M  TPoMbH03IMBOANYECKNX
OC/IOKHEHWUI, @ TaKKe C MeHee PEe3KUMWU FreMoAMHAMUYECKUMU U3MEHEHMAMMU MO CPABHEHMIO C KecapeBbiM
ceyeHmem. C apyron CTOPOHbI, 6ONbLINHCTBO 3KCNEPTOB CKAOHSETCA K TOMY, 4To naumeHTok ¢ JIAT Il ®K u Bbiwe
cnepyeT poaopaspellatb ONepaTMBHbIM NYTEM C MOHUTOPUPOBAHMEM MAaPAMETPOB LeHTPasIbHOM FreMoAMHAMUKN
M ra3oBoro cocrasa Kposu [295, 302, 303]. Bo MHOM1x cneumnanm3mpoBaHHbIX LeHTPax PeKoOMeHayeTcs NPoBOANTb
poaopaspeLleHme JOCPOYHO B CPOKK 34 - 36 Hegenb HepeMeHHOCTH, NP 3TOM MUHMUMANbHbIN PEKOMEHAYEMbIN
CPOK poaopaspelleHmns - 32 Hegenn, MakCMMabHbIM (MPY YCN0BUM HOPMAJIbHO NpOTeKaloLwen 6epeMeHHOCTU U
remMoAuHaMMuyecKkom ctabunbHOCTM nauueHTkn) - 37 - 38 Hepenb [287, 295].



- B nocnepogoBom nepuoae pekomeHayetca npumeHeHne NO namn nHranaumoHHoro nnonpocta [303, 304].
- EOK HeT (YAA4 4 YYP C)
KoHTpauenuma n ropMoHO3amecTuTeibHaa TepanuA

- PekomeHAayeTcs KOHCy/bTauMsA Bpaya-KapAmosiora M Bpaya-TMHEKOo/Iora B LEHTPEe C OMbiTOM BefeHus
b6epemeHHbix ¢ JIAT pgna nogbopa ONTMMANbHOrO MeTOoAa KOHTpauenuuu C Y4YeTOM BbICOKOrO pUCKa
nporpeccMpoBaHns 3abosieBaHUA Ha poHe bepemeHHOCTU Yy NauueHTOK AeTopoaHOoro Bo3pacTa [280, 284, 288,
302, 305].

-EOKIC (Y04 4 YYP Q)

- He pekomeHayeTca Ha3HayaTb 3CTpOreH-codep}Kaline KoHTpauenTusbl nauneHTkam c JIAT n XTI/ B
CBA3W C BbICOKMM PUCKOM TPOMB0aMboInYecKMx ocnoxKHeHni [282, 287, 292, 306, 307, 308, 309, 310].

- EOK IIIC (Y44, 2 YYP B)

- PekomeHpgyeTcs coyeTaHMe [AByX METOZOB  KOHTpauenuuu Ana  AOCTUXKEHUS  HageKHoro
KOHTpauenTuBHoro a¢pdeKkTa y naumeHToK c JIAI [280, 311].

- EOK Het (YOA4 5 YYP C)

KommeHTapum: MeToz KOHTpaLenuun obcy»KaatoT B UHANMBUAYAAbHOM NOPALKE C y4ETOM CONYTCTBYHOLLEN
naTonoruun. bonbHble JIAT u XTI/IT cTpatuduumpyroTca Kak IV rpynna pucka maTepuHCKoin netanbHocTu (BO3),
npu KoTopolh HGepemeHHOCTb NPOTMBOMOKasaHa. lMo3Tomy Ans HUX PEKOMEHAYEeTCA MCMNo/b30BaTb MeToAbl
KOHTpauenumm c ypoBHem HeadpdeKkTMBHOCTU < 1%. Ciofia OTHOCATCA CTEPUIM3ALMA MY>KUUHbI/3KEHLWMHbI [287]
BHYTPUMATOYHble YCTPOMCTBa. BTopas rpynna KOHTpaLenTMBOB (ropmoHocoaepawme TabneTupoBaHHble
npenapaTtbl, MHbEKUMW, NnacTbipun) HeadpdekTMBHa B 6 - 12% cay4aeB M He PEKOMEHAYETCA B KayecTse
€OMHCTBEHHOrO MeTofa KoHTpauenuuu [305]. lMepopanbHble KOHTPALENTUBbI, COAEpPMKALLME NpPOrectepoH
(meppokcunporectepoH™*, atoHorectpen), obnagaoT apPEeKTUBHLIM AENCTBUEM WU JIULWEHBI MHOMMX NOBGOYHbIX
3bdEeKTOB, NPUCYLLMX ICTPOreH-coAeprKaMM npenapatam npeablaywmx nokoneHun [6, 309], HO npu wmx
Ha3HAYeHUN HeobXoAMMO Y4UTbIBaTb, UYTO 3PPEKTUBHOCTb KOHTPALLENMUMM CHUMKAETCA Ha ¢GOoHe npuema
603eHTaHa**. BHyTpMMaTOuUHble YCTPOMCTBA C MeAJ/IEHHbIM BbICBODOXKAEHMEM fIEBOHOPrecTpena ABAAKTCA
COBPEMEHHbIM U BbICOKOIPPEeKTUBHbIM cpeacTBom. O4HAKO CylecTByeT BEPOATHOCTb Pa3BMUTUA Ba3oBara/ibHbIX
peakuuMii Npyu Ux MMNAaHTauuKn y naumeHToK c JIAT. B cBA3M ¢ 3TUM AaHHaA npoueaypa A0/KHA BbINOAHATLCA B
CTALMOHApPHbIX YCI0BUAX, OCOBEHHO Y NAUMEHTOK ¢ pusmonorneit PoHTeHa u IMseHmeHrepa. TakKke Heobxo4MMO
YUYMTbIBATb PUCKM BO3HUKHOBEHWUSA WHGOEKLMOHHBIX OCNOXKHEHWUA BO BpemMa MMMAAHTAUMKM cuctembl [306].
BapbepHble MeToabl 6e30nacHbl AAA MNAUMEHTOK, HO He [atoT HAAEXKHOW rapaHTMM OT HaAcTynaeHus
b6epemeHHocTH [280, 287, 288, 292]. NMpnmeHeHNEe KOMBUHALMKM recTareHoB U 3CTPOreHOB MOMKET 0bcyKaaTbea y
NauMeHTOK, NPUHMMAIOLLMX aHTUKOAryNAHTHbIe NpenapaTsl [282, 287, 292, 306, 307, 308, 309, 310].

3KCTpeH HaA KOHTpauenuuA

- PekomenpgoBaHO B KayecTse 3KCTpeHHOﬁ KOHTpauenumn wnCNO1b30BaTb OAHOKPATHYHO 4003y
neBoHoprecrTpena 1,5 mr B TeyeHne 72 4 nocne He3aWMLUEHHOro CeKkca nan FOpMOHaﬂbeII‘;I KOHTpauenTns OnA
CNCTEMHOTIO NpumeHeHunAa yamnpucran, NoKasasLWwumn 60}'IbLUYPO 3¢¢EKTMBHOCTb B CpaBHEHUU C 1eBOHOpPrecTpesiom
[312, 313,314, 315].

- EOK HeT (YA 1 YYP B)
4. Peabunurtaums
B 2017 rogy N. R. Morris ¢ coaBTopamu nposenn meTtaaHanms 6 PKU mn 5 HeKoHTpoaupyembix KU,

NOCBAWEHHbIX BAMAHMIO OU3MYECKOW peabuantaumn Ha GU3nYecKyro paboTocnocoBHOCTb M KAauyecTBO YKMU3HU
nauuneHToB ¢ JIAT. B 60abluMHCTBE cnydaes Noabop peabuanTaumoHHOM NPorpaMmmbl OCYLLLECTBAACA B YCNOBUAX



CTaumoHapa, 4to, 6e3ycnoBHO, 6b1/10 3a10rom ee 6esonacHocTu. Mporpammbl GU3nMYECKON peabunnTtaumm moram
BK/ItOYATb a3pObHble PU3MUYECKME HArPY3KKU, CUNOBbIE HArPY3KW, AbIXAaTEAbHYIO TMMHACTUKY U 31EeMEHTbl MOoTHu.
Peanunsauma nporpamm Gpusnyeckon peabmnmtaumm no3BoAMAA HE TONbKO YBEANYNTb AUCTAHLMUIO MPOXOXKAEHUA
B TWUX B cpegHem Ha 60 m, nuKosoe noTtpebaeHue Kucnopoaa (MMKVO2) Ha 2,4 MA/KI/MWH, HO M YAYYLWIUTb
NMOKasaTeN KAYecTBa YKM3HM MO CPABHEHMUIO C KOHTPOAbHOW rpynnoi [135]. Haunyywue pesynbtatbl bblau
OOCTUTHYTbI B KIMHUYECKUX UCCNEA0BAHUAX NPU NPOBELEHUM TPEHUPOBOYHbIX MpoOrpamm 5 pa3 B Hepento, B
TeyeHMe 2 YacoB B [AeHb, MPU COYETAHUW a3POOHbIX HArpysoK Ha Befio3promeTpe MAM Tpegmuie Ha
BbIHOC/IMBOCTb, CWUJ/IOBbIX TPEHMPOBOK C WMCMONb30BaHMEM ManoOro Beca W YNParKHEeHWN [ns AbiXaTenbHOoW
myckynatypbl [136]. B npocnektusHom PKWU N. Ehlken c coaBTopamu (2016) B KauyecTtBe BTOPUYHbIX TOYEK
OLLEHMBANIOCb BAMAHME TPEHMPOBOK Ha MOKA3aTe/In reMoguMHaMuKn y naumeHToB ¢ JIAI u HeonepabenbHoOM
XTI, MpoaemoHcTpupoBaHo yeenmnyeHne CU Ha 6,5%, cHmkeHune cpegHero AJ1A Ha 16,1% wn JICC Ha 34,5% no
CPaBHEHMUIO C KOHTPOJIbHOM rpynnoi [137]. PasHoo6pasmMe UCNoib3yeMblX TPEHUPOBOYHbIX CXEM U OTCYTCTBUE
METOLO/IOTMN  KOHTPONA He No3Bo/AeT BblpaboTaTb OCHOBHblE MNPUHLMMABI W MNPOTOKON (OU3NYECKOM
peabuantaummn gna naymenTos c JIAT. Tem He meHee, ¢ yyeTom nposegeHHoro PKU, aokasaBliero nosnutMBHoe
B/IUAHME TPEHWPOBOK Ha MapameTpbl reMoAMHAaMMKM, a TaKKe AaHHbIX MeTaaHanmsos [138, 139, 140] Ha
KenbHCKOM KOHceHcyce akcnepToB JIAT 2018 roga BbIHECEHO NpeasioxKeHMe 06 yCuaeHUU Knacca peKomeHaauni
M YypoOBHA fokasatesnbHocTu ¢ |laB po IA ana pekomeHgaumm GuU3MYecKUX TPEHUPOBOK y nauuneHToB c JIAT.
YyactMe B TPEHMPOBOYHbIX MpOrpamMmmax MPOTUBOMOKAa3aHO nauueHTam ¢ JIA[ ¢ npusHakamu aucoyHKLMK
NpPaBoOro Kenyfouvka, KAMHUYECKUMM CUMMNTOMaMy NPaBOXKEYAO0YKOBOW CEPAEYHON HeAoCTaTOMHOCTY,
HeAaBHel rocnuTanmsaumelt unm obcnenoBaHMeM B CBA3M C KIMHUYECKUM yXYALLIEHWEM, HEAABHUMM Kanobamu
Ha 6onnM B rpyau, NpuUCTynbl cepauebueHus, ToNOBOKPYKEHUA, MPECUHKOMNANbHbIMU M CUHKONANbHbIMMK
cocToAHMAMM Ha ¢oHe PH [136]. YuacTve B TPEHMPOBOUHBIX MPOrpammax cieayer npeanaratb NaLMeHTam,
nonyyatowmm JIAr-cneumpuryeckyto Tepanuio, HaxoaAwMMcA B CTabWAIbHOM COCTOAHMM U UCKIOYUTENBHO B
3KCMEePTHbIX LEeHTPaX, UMEOLWUX ONbIT BeAeHMA nauneHTos ¢ JIAI u peabunutaumm Taxenbix nauneHTos [116].

- PekomeHAayeTca OKasaHue ycayr no MeguuMHCKOM peabunvtaumu B BMAE NPOBEAEHUA €XKeAHEBHbIX
O03UPOBAHHbIX U peryanpyembix GpU3MUYECKMX HarpysoK nog HabatoaeHnem CneumanmncToB 3KCNEepPTHOro LLeHTpa
NAT ctabunbHbim naumeHTam ¢ JIA[, Haxo4AWMMCS B 30HE HWU3KOIO PUCKa NEeTanbHOCTU M MOJy4YaroLwum
afeKBaTHY cneundUuyecKyto Tepanuto aHrmnepTeH3MBHbIMKW NpenapaTtamum gnsa nedenuns 1Al [6, 116, 135 - 140].

-EOKIA (YOO 2 YYP A)

- PekomeHaoBaHo nauneHTam ¢ JIAI nsberatb M36bITOUHOM GU3MYECKOI aKTUBHOCTU, KOTOPasA NpoBoLMpyeT
BO3HMKHOBEHME TaKUX MOTEHUMANbHO OMNacCHbIX CMMMTOMOB, KaK Bblpa)XeHHas ofblliKa, rO/I0BOKPYKEHUe,
CUHKonNe, 601 B rpyaHOM KNeTKe, BbiparkeHHasa cnaboctb [6, 139].

-EOK IC (Y44 5 YYP C)
5. Mpodunaktnka

- PekomeHayeTcA oueHKa KAWMHMYECKOro cTaTyca nauumeHTta ¢ onpegeneHvem ®K JIAT Kaxable 6 - 12
mecAueB M Yepes 3 mecaua nocse uameHeHnsa cneundrUyeckon Tepanmm, aHrMNepTeH3MBHbIMM NpenapaTamu ana
neyenua JIAT unm npu yxygweHum coctoanus [6, 10].

- EOK IC (YA, 5 YYP C)

KommeHTapun: OueHKa KAMHMYECKOro ctatyca 60NbHOro SBAAETCA Ba*KHbIM 3TanoM OLLEHKU TAXKECTU
COCTOSIHUA U CTpaTUOMKALMU PUCKA U BbINOJHAETCA BPAaYOM Ha KaXAOM BM3MUTe NaumeHTa B LeHTp. Cneayet
nocnefoBaTesIbHO OLUEHUTb AMHAMUKY ¥Ka1ob 601bHOro (YpoBeHb OAbIWKM, HAa/IMUME CUHKOMAbHbIX COCTOAHUN U
OTEKOB, NPUCYTCTBUE U XapaKTep HapyLIeHU PUTMa, HaMune KAMHUKN CTEHOKApAUU HanpsaxKeHus), UsSMeHeHue
TOJIEPAHTHOCTU K PU3MYECKOMN Harpy3Ke, a TaKKe NPUBEPIKEHHOCTb K pekomeHayemon Tepanun. NaymeHtam c il -
IV ®K JIAT pekomeHA0BaHO BeAeHue AHeBHMKA All, ny/abca M Beca C nociaeayrowein oueHKon Ha susute. Mpwu
dU3MKaNbHOM OCMOTPE BPAYOM OLIEHMBAOTCA HaAMuMe MPU3HAKOB MPABOXENYA0YKOBON CepaeyHOm
HeA0CTaTOMHOCTM M caTypauma nepudepmnyeckon KpoBM € NOMOLLbIO NYJ/IbCOKCMMETPUN. Pe3synbTaTom onpoca u
ocmoTpa bonbHoro sienaetcs oueHka ®K (BO3), KoTopbii, HECMOTPSA Ha CYObEKTUBHOCTb €ro oueHKKU, obnagaet



BbICOKOM npeacKasaTenbHon LeHHocTbio (OP 6,729; 95% AW 4,219 - 10,733) He TO/IbKO Ha MOMEHT NOCTaHOBKMU
AMarHosa, HO M BO Bpema HabnwaeHus 3a nauneHTom [130, 316, 317]. YBennyeHne OK ssnserca ogHMM U3
Ba)KHbIX MoOKasaTesnell nporpeccupoBaHma 3abonieBaHMA U TpebyeT NMoMCKa MPUYMH KANHMYECKOrO YXyALleHUs
[19].

- PekomeHpgyetca BbinonHeHne IxoKI Kaxkable 6 - 12 mecAueB M 4yepe3 3 mecauya nocne M3MeHeHwusA
cneundmyeckon Tepanmm aHIMNepPTEH3MBHbIMKU NpenapaTammn ana neveHua JIAM uav npu yxyglweHum coCcToAHMSA
[6, 10].

-EOKIC (YAA 5 YYP C)

KommeHTapun: Ixokapaunorpadpma octaetca AOCTYMNHbIM U 6e30MacHbIM UHCTPYMEHTOM AMHaMUYECKOro
HabntogeHMA 3a naumMeHToM. [TPOTOKON OLEHKM NpaBbiX Kamep cepaua LOKEH BK/AOYaTb ONMCaHME pasMmepoB
NpaBoro Xesnygoyka u npasoro npeacepauns [318], cooTHoWeEHWE AMaMETPOB NPABOroO M JIEBOTO KeYA04KOB,
WMHAEKC 3KCLEHTPUYHOCTM NEBOTO enyaouyka, Hanuvuue BbIiNOTa B NEpuUKapAe W OLEHKY COKpaTUTENbHOW
CNocobHOCTM NPaBOro KeNyao4Ka B KauecTBe OCHOBHOW AeTepMUHaHTbl GYHKLUMOHANbHOrO cTaTyca M NporHosa
6onbHoro. CoKpaTuTenibHasa CNOCOBHOCTb NPABOro KeNyAo4YKa MOXKeT OblTb OXapaKTepu3oBaHA HECKObKMMMU
nokasaTensimu: ¢ppakuMoHHoe nameHeHue nnowaan (OPUM, %) B 2D-pexkume uam dpakumsa Bbibpoca nNpaBoro
Xenyaouka B 3D-pexkume, CUCTONMYECKAs SKCKYPCUA MNOCKOCTM KOAbLA TPUKycnuAanbHoro knanaHa (TAPSE)
[319], nHaekc Tei, aedbopmaumnsa mmoKapaa (Strain) u ckopoctb aedopmaumm mmoKapaa (Strain rate) B 2D- u 3D-
pexxumax [320, 321, 322, 323]. K mapkepam auchyHKLMM MPaABOro XKeaynodka OTHOCATCA: n/owab NpaBoro
npeacepama (OP 1,54 95% AN 1,13 - 2,10; p = 0,005), cTeneHn TpuKycnnaanbHol HegoctaTouHocTn (OP 3,89; 95%
On 1,49 - 10,14; p = 0,003), Hanuume BbiNoTa B nepukapae (OP 0,90; 95% AWM 0,62 - 1,31; p = 0,591) [324],
npoaosbHaa gedopmauma U CKopocTb gedopmaLm MUOKapAA NPaBOro Xenayaodka [325]. YuntbiBaa CNoXKHYO
reoMeTpUIoO MPaBOro Keyao4yKa, HM OAMH 3XOKapauorpaduyeckmin nokasaTesb B OTAE/IbHOCTUM He [0CTaTovyeH
ana onucaHus ¢GyHKUMM MPaBOro Kenygodka M Heobxoamma KOMMEKCHas OLEeHKa AMHAaMWKKM PasmMepoB U
COKpPATUTENbHOM CNOCOBHOCTM MPaBOro Ke/nyAouka Y KOHKPeTHoro 60sbHOro. 30/710TbiM  CTaHAapTOM B
BM3Yyanu3aLMKM NPaBoro Xenyaoudka asasaetca MPT, no3BoAAOLWAA TOYHO OLEHUTb YAaPHbI 06bEM U cepaeUHbIN
Bblbpoc [326]. Hanbonee MHGOPMATUBHBIMWU NPOrHOCTUYECKMMW NMOKa3aTeNAMU ABAAKOTCA CHUMKeHWe dpakumnm
Bblbpoca npaBoro xenygouka (OP 1,23; 95% AW 1,07 - 1,41; p = 0,003), KOHEYHO-AMACTONNYECKNIN UHAEKC
npaBoro Kenygodka (p = 0,049) M KOHEYHO-OMACTONIMYECKMIA MHAOEKC NEeBOro Kenyaodka (p = 0,045) [327].
MporHocTMyeckas LEHHOCTb MOKasaTenen KeCTKOCTU CTEHKU NerovyHoW apTepum U AMHAMUYECKUX MOTOKOBbIX
MPT-nokasaTenieit Ha CerogHAWHNN MOMEHT MeHee n3yyeHa [95, 328, 329, 330].

- PekomeHgyeTca BbinonHeHme YBKC npu HeobxoaMmocTu nepecmoTpa/ycuneHus cneunduyeckoi Tepanmm
WM NOCTAHOBKM 60O/IbHOTO B INCT OXKMAAHMA Ha TpaHcnAaHTaumio [6, 10].

-EOK IC (YA, 5 YYP C)

KommeHTapumu: OcTaeTcAa OTKPbITbIM BOMPOC O MOKAas3aHMAX K BbiNosHeHuto YBKC gna amHamumueckoro
HabAoAeHMA NaumeHTa. Moaxoabl OTAMYAKOTCA MEXKAY LEHTPaMM, HauMHas OT PeryisapHOi MHBA3MBHOM OLEHKM
reMoAnHaMMKM [0 NPEUMYLLECTBEHHO HEWHBA3WBHOM CTpaTerMm HabawogeHusa 3a 60AbHbIMW. HeT HMKaKux
NOATBEP)KAEHWIA, YTO BbiNONHEHWE peryaapHbix YBKC accoumMmMpoBaHO € AydwMM mMcxogom Ans 6oabHoro,
He)eNn HeMHBa3MBHaA cTpaTterua HabnwaeHns. OQHAKO CyLLECTBYET COrnalleHne cpeam 3KCNepToB O TOM, YTO
YBKC cnepyeT npoBOAMTb BCAKUIM pas, Korga Heobxoaum nepecmoTp obbema cneumpuyeckoin Tepanuum Uau
06CyrKAaeTca NOCTaHOBKA NaLMeHTa B INCT OXKMAAHUA HA TPaHCNAAHTaUMIO.

- PekomeHpyeTtca BbinosHeHne TLUX Kaxkaple 6 - 12 mecAueB m 4yepes 3 mecAua nocie M3MeHeHuA
cneundmyeckon Tepanmm UaM NpU yxyaweHuu coctoaHua [6, 10, 130].

- EOK IC (YAZ, 4 YYP C)

KommeHTapum: TWX ocTaetca Tectom ¢ cybmakcMmanbHoW U3MYECKON HarpysKol, KoTopbli Hanbonee
LUMPOKO MCNONb3YETCA B KayecTBe Harpyso4vHoro Tecta B ueHTpax JII [130]. Ha pesynbTatel TLUX BAMALOT Takue
daKTopbl, KaK BO3pacT, pocT U Bec BObHOrO, HanuyMe y Hero CONyTCTBYHOLLEM MATONOIMKM, NOTPeOHOCTb B



Kucnopoge**, obyyaemocTb MaumeHTa M ero mMoTuBauusa. PesynbTaT TecTa B BUAe NPONAEHHON MauMEeHTOM
AUCTaHUMM B MeTpax ¢UKcupyeTcs B abCOMOTHbIX UMdPpax M UCNoNb3yeTca Ans CTpaTUdUKauMM PUCKa.
OueHnBaeTcA TakKe U3MEHEHME NPONAEHHON ANCTAHUMU MeXay BU3UTamn. OgHAKO NPOrHOCTUYECKOE 3HaYeHMe
AVHaMUKKM aucTaHuum B TLWIX ocnapuBaeTca M Ha ceroaHAWHWM AeHb. Tak, No AaHHbiMm peructpa REVEAL
CHWXXeHue auctaHuum B TWX 6onee yem Ha 15% accoummpoBaHO C¢ naoxum nporHosom [331]. Mpu sTOM
MeTaaHann3 22 KAMHUYECKUX MCCAen0BaHUN, MOCBALWLEHHbIX JedeHuto nauumeHToB ¢ JII, He MoOKasan cBfA3u
NPUPOCTa AUCTAHLUMM B TECTE C TAKMMM MOKA3aATENAMM OTAANIEHHOIO NPOrH0o3a, KAk CMEPTHOCTb OT BCEX NPUYMH,
BpeMsa A0 TpaHCMAaHTauuKu Nerkux (MM KommnieKkca cepgue-nerkne) u Bpemsa o rocnutanansayum no npuymHe
yxyawenua JIAT [127]. JononHuTenbHoM WHbOpMauMen, noayyaemoin B pesysibTaTe BbIMNOJHEHWUS TecTa U
XapaKkTepusytowen ¢yHKLUMOHANbHbIN cTaTyc 60AbHOro, ABAAETCA CTeneHb OAbIWKKM NO LWKane bopra, oueHKa
OVMHAMMKKM caTypauum nepudepmdeckon Kposu, ypoBHA ALl m YCC Ha ¢oHe Harpysku. [porHoctnyeckas
3HAYMMOCTb AAHHbIX MOKa3aTesIel TaKKe Hy»K4aeTca B 4ONONHUTEIbHOM oueHKe [332, 349].

- PekomeHayeTcA BbINOJIHEHME 3ProCNMPOMETPUM NPU MOCTAHOBKE AMArHO3a U Aanee Kaxable 6 - 12
MeCsALLEB MW NPU YXYALWEeHUN COCTOAHMA nauneHTa c JIAT [6, 10, 333 - 339].

-EOKIC (YA 4 YYP Q)

KommeHTapuu: IprocnupomeTpuma 06bl4HO NPOBOAMUTCA KaK TECT C MaKCMManbHOM PpU3NYECKOM HarpysKom,
nossonsowWwmii nposectn guddepeHumnanbHbli gnardHos ¢eHotmna JIAT B CNOXKHbIX C/IyYasnX, OLEHUTb TAXKECTb U
nporHo3 nauyueHTa. MaumeHTbl ¢ JIA[ 0ObIMHO AEMOHCTPUPYIOT TUMMYHBLIA NATTEPH C HM3KMM MapLManbHbIM
AaBneHnem anokecnaa yrnepoga (pCO2) B KOHLE BblA0Xa, BbICOKME BEHTUNATOPHbIE SKBMBANEHTbI ANA AMOKCUAA
yrnepoga (VE/VCO,), HM3KUi KnucnopogHsiit nyasc (VO2/HR) n HU3Koe nukosoe notpebaeHune kuciopoga (peak
VO,) [333, 334, 335, 336, 337]. Hanbonblwei NPOrHOCTUYECKOM LLEeHHOCTbI0 06/1a4al0T Takue WHTerpasnbHble
nokasatenn 3¢pPEeKTMBHOCTM rasoobmeHa B JIETKUX, KaK NMUKOBOEe MnoTpebneHne KUcnopoga M BEHTUAATOPHbIE
3KBMBaA/IEHTbI NO AnoKcuay yraepoga [338]. 3HaueHuna nuKosoro notpebaeHuns kucnopoga VO, < 11,4 A/MUH/Kr 1
VE/VCO; > 45% accoummpoBaHbl C HU3KOW BbIXKMBAEMOCTbIO y naumeHTos ¢ JIAI [337, 339].

- PekomeHayeTca uccnegoBaHue ypoBHA N-TepMUHANbHOTO GpparmeHTa HaTpUMypeTMUYecKoro nponentuaa
mosrosoro (NT-proBNP) B KpoBu, nccinegoBaHne KMCI0THO-OCHOBHOMO COCTOSIHUSI M Fa30B KPOBW NpUM MNOCTaHOBKeE
AMarHosa u ganee Kaxapble 6 - 12 mecsaues UaM Npu yxyaleHun cocToAaHuA nauneHTa [6, 10, 340 - 342].

-EOK IC (Y44 3 YYP B)

KommeHTapuu: MNepeveHb BMOMApPKepOB, OLeHMBaeMbIX Y nauneHTos ¢ JIA[ ana ctpatuduKauum pucka,
NOCTOAHHO pacTeT, oAgHako A0 cux nop BNP u NT-proBNP ocTatoTca eguMHCTBEHHbIMU BUOMapKepamun, KoTopble
LWMPOKO MCMONb3YIOTCA B PYTUHHOW KAMHUYECKON MPAKTUKE U B KAMHUYECKUX uccneposaHuax [340]. YposeHb
BNP/NT-proBNP KoppenunpyeT ¢ TAKecTbtlo ANCHYHKUMM MUOKapaa M obnaaaeT NPorHoCcTUYecKo MHpopmaume
Ha MOMEHT NOCTAHOBKM AMarHo3a U BO Bpema nocneaytowero HabaoaeHusa 3a naymeHTom [341]. KoHueHTpaumsa
BNP/NT-proBNP umeet 60nbluyto BapnabenbHOCTb, MO3TOMY pe3ynbTaT cleayeT UHTepnpeTMpoBaTth C y4eTom
KAMHUYECKOM cUTyaumun. ABHbIX MPEMMYLLLECTB B McNoib3oBaHMM BNP nam NT-proBNP HeT. XoTa BNP numeet 6onee
TECHYIO KOPPENALMOHHYIO CBA3b C remoauHamukon MKK n meHee 3aBucuT OT PyHKUMM nodvek, NT-proBNP
npeacTtasaseTca 60see CMAbHbIM NPOrHOCTUYECKMM MapKepom [342].

- PekomeHAayeTca NpoBoAUTb NYNbCOKCUMETPUIO Ha Kaxa0M Bu3uTe naumenTa c JIr [6, 10].
- EOK HeT (YA4,5 YYP C)

Anroputm nposeaeHns obcnefoBaHUA B paMKax AMHAMMYECKOro HabaoaeHus npeacTasneH B Tabavue 17
(MpwnnoskeHwue bB).

OpraHu3auma oKasaHna meauLMHCKON MOMOLLM
MokasaHuA ANA NAaHOBOM rocnMTann3auuu:

- BepMd)MKaLl,Mﬂ nerovyHom rmnepTeHsnn, ee remoanHaMmnM4eCkoro BapmaHTa n aTMos1ornu;



- BbiNo/siHeHWe Ba30peaKTUBHOIO TecTa (Mpu HaIMYUKM NOKA3aHWUN);

- OnpepaeneHne NoKasaHUM ANA Havana cneumdUUeckon Tepanmm aHMMNePTEH3NBHBIMKW NpenapaTammn ans
nevyeHus JIAT n ee ob6bema;

- OnpegeneHne NoKasaHWUM K TPAHCMTaHTaUUM NETKMX MU KOMIJIEKCa cepaue-nerkme;
- bepemMeHHOCTb U poaopaspeLleHHE;

- DKCTpaKapAnanbHble XMpPYypruyeckne BMeLLaTe 1bCTBa;

- HeagpdektnHas cneunduryeckas tepanusa Ha ambynaTtopHom sTane.

MoKasaHMA A1a SKCTPEHHOM rocnUTann3aLnu:

- OcnoxHeHus JIAT, Tpebylowme WHTEHCMBHOMN Tepanuu: AEKOMNEeHCUMPOBAHHAs NpaBOXKesyn04YKoBas
cepaevHas HegoCTaTOYHOCTb C CUCTEMHOW MMMNOTEH3NEN U/ nan onuroypuen;

- OcTtpasa Tpomb603Mb0Ms NerodHoM apTepuu;

- leroyHoe KpoBOTEYEHWE;

- FeMogMHaMMYEeCKM 3HaYNMble HapyLLEHMS PUTMa/NpPoBOAMMOCTY;

- Peumameupytolime CMHKOMAIbHbIE COCTOAHMA KaK NPOABJEHUS CMHAPOMA Masoro Bbibpoca.
MoKasaHwWA K BbIMUCKE NaLMeHTa U3 cTalMoHapa:

- TemoanHammyeckas CTabuIbHOCTb MaUWMEHTa, OTCYTCTBME MOTPEBHOCTM B MHOTPOMHOM MOALEpPKKe U
napeHTepasibHbIX AUYypeTUKaXx.

6. JlononHuTenbHaa uHpopmaLmsa, BAUAIOLLAA HA TeueHUe U ucxopg, sabonesaHus

KntoueBbim GaKTOPOM, yNyULIAOWMM NPOTrHO3 U BAMAIOLWMM Ha ncxog, naunenTos ¢ JIAT u XTI/T, asnaetca
[OCTUIKEHME KpUTEPMEB HU3KOTO PUCKA IeTaNbHOCTH.

ﬂ,pyI'VIMM Ba*KHbIMU LLeNamn nevyeHna naumeHTos ¢ /Il agnAatoTea:

- KoppeKuma Bcex moaudunumnpyembix OP (NpoduNakTUKa MHTEPKYPPEHTHBIX MHOEKUMI, NpeaynpeaeHne
6epemeHHOCTH, ONTUMa/IbHOE JIeYeHNe CONYTCTBYHOLEN NaTONOMMM);

- 3ameffieHne Temna NPOrpeccMpoBaHUA U/UAN yMeHbLUEHWE YacTOTbl rocnuTanusaumii B ceasu c JIAT
nyTem  OCYLWECTB/IEHUA  perynapHoro  HabaogeHua M CBOEBPEMEHHOM  KOppeKuun  CMMNTOMOB
NPaBOXKeNyA04YKOBOW CEPAEUYHON HEA0CTaTOYHOCTU, HAapYLLEHWIA pUTMA.

KpuTepmn oueHKM KayecTBa MeLULUHCKON NOMOLLM
Mpu aHanunse pabotbl JINY c nauneHTamu ¢ /Il uenecoobpasHo aHaNU3MpPOBaTh CeaytoLiMe NoKasaTenu:
- NPOLLEHT NALMEHTOB, KOTOPbIM BbINOJ/JIHEHO afeKBaTHOe 06cef0BaHNE B 3aBUCMMOCTU OT ypoBHA JINY;

- NPOLEHT NaLMeHTOB, KOTOPbIM BbiNosiHeHa YBKC B 3KCNepTHOM LEHTpe A0 MHUUMauuK cneumdbuyeckon
Tepanuu aHrMMnepTeH3nBHbIMM NpenapaTammn ana nedeHua J1AT;

- npoueHT naumeHToB ¢ WUJIAT/HacneactseHHon JIAT/nekapcteeHHol JIAT Il - |Il @K, KOTOpbIM BbIMOAHEH
BA30PEaKTUBHbIM TECT B 3KCNEPTHOM LeHTPe A0 Ha3Ha4YeHUs cneumdpuryeckor Tepanmu;

- NpoueHT nauueHToB c JIA[, nonydalowmx obbem cneumduyeckon Tepanuu, COOTBETCTBYHOLLEN



CTpaTUdPUKaLMM pUCKa eTaNbHOCTY;

- NPoueHT HbepemMeHHbIXx nauneHToK c JIAT, noayyalwmx cneunduyeckyro Tepanuio No pekomeHgaumm
3KCNepTHOrO LLEHTPA;

- MPOUEHT NaLMEHTOB, MEepPeHecLlIMX SKCTpaKapAuafbHble XUPYpruyeckue BMellaTesbCTBa B YC/OBMSAX
3KCMEePTHOTO LUEHTPa;

- npoueHT nauueHTtoB c JIAl, Habnogawowmuxca B ambynaToOpHbIX YC/AOBMAX, Y Bpaya-Kapawnosora-
cneumanucrta no J1AT;

- MPOLEHT NauMeHTOB, obecneyvyeHHbIX cneundryeckoln Tepannen aHrMNepTeH3NBHbIMK NpenapaTamn anaa
neyeHun JIAT B TeyeHune 1 mecaua nocne sepudukaumnm anarHosa UAT;

- NPOLEHT NaUMeEHTOB, KOTOPbIM CBOEBPEMEHHO onpedesieHbl NOKa3aHMA K TPAHCNNAHTAUUU NEerknux Uan
cepaevyHo-nero4Horo Komnnekca,

- NpOUEeHT naumeHToB c¢ XTI/, HanpaBneHHbIX B 3KCMEPTHbIN LLEHTP ANs onpeaeneHua MoKasaHui K
Tpomb3aHaapTepakTomum, BAMJIA nanm meanKameHTO3HOW Tepanmu.

- HaAu4Me pPas3BEepPHYTOro KJ/AMHMYECKOro JAuarHosa, cootseTcTBylowero MKB-10 ¢ ykasaHuem
bYHKLUMOHAIbHOrO Knacca aerovHon runeprensum NYHA/BO3;

- BbINOJIHEHME CTaHAapTa 06Cc1eA0BaHUA B 3aBUCMMOCTU OT YPOBHA MEAULIMHCKOTO yupexaeHua (Tabna. 18)
(MpunoxeHue b);

- Bequ)MKaLI,VIﬂ AnarHo3a nau onpegeneHune ,D,aﬂbHEﬁLUEVI MapuwpyTmnsaynmn naymeHTa,
- nposeaeHune CTpaTMd)MKaLI,MM PWUCKa NeTasibHOCTU NAaUMNEHTOB;

- 060CHOBaHHOCTb Ha3HaYyeHus cneunduyeckoln Tepanmm aHriMNepTeH3MBHbIMK NpenapaTtamu ANsa nedeHus
NAT u ee 06bEMa3;

- 060CHOBAHHOCTb NPOBEAEHMA XUPYPTMYECKOro NedyeHns nauneHTos ¢ JIAT n XTINT;
- Ha/IM4YMe pekomeHZaLmii No ambynaTopHOMY BEAEHMIO NMALMEHTOB.
- CBOEBPEMEHHOCTb HanpaB/ieHUs HepeMeHHbIX NaLMeHToK ¢ JIT B 9KCNEPTHbIN LEHTP;

- HanpaBneHue nauueHTa c JIAT gna BbINOSIHEHWUA 3KCTPAKapPAMaNbHbIX XUPYPrMYECKMX BMELLATE/bCTB B
9KCMEepPTHbIN LEHTP.

KpuTepuun akcnepTHOro ueHTpa

PekomeHAayeTcA cUMTaTb IKCNEPTHbIM LEHTPOM NEerOYHON TMNEepPTeH3UN LEeHTP, OTBeYaloWwmii cneayowmm
TpeboBaHuaMm [6]:

- Han4vune MyanM,CI,MCLl,MI'lﬂMHapHOﬁ KOMaHAbl Cneunanncros (Bpaq—Kapgmonor, Bpay-nyabMoOHONO0T, Bpay-
pPeHTreHonNor, Bpay-aHeCTe3noaor-peaHnMmaTtosior, Bpavy-peBmaToior, I'ICMXO}'IOI'),'

- BO3MOMKHOCTb ObICTPOro nepeHanpaBfeHUA B CMNeunanuMsMpoBaHHble OTAeNeHUa (peBmatosioruns),
BbIMOJHEHNE TPOMBIHAAPTEPIKTOMMUMN U3 JIEFOYHON apTepPUn, XMPYPruyeckon Koppekumumn BIC, TpaHcnaaHTauum
Nerkux Nan KoMnaeKkca nerkue-cepaue;

- AnHamunyeckoe HabnoaeHne He meHee 50 NauMeHToB ¢ BepudnumMpoBaHHbIM AnarHo3om JIAT U He meHee
2 HOBDbIX cny4Yaes AMarHoCTUKKU JIAT unm XTI/ exxemecA4Ho;

- BbinonHeHne He meHee 20 Ba30peaKTUBHbIX TeCToB B rog y nauueHTtos ¢ WJ1AI, HacnenCTBEHHbIMU
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dopmamm AT n AT, accoLmmnMpoBaHHOM C NEKAPCTBEHHbIMM NpenapaTamu;
- npoBeAeHue KAMHu4ecknx nccnegosanuni Il u lll dpas no tematuke Jr.

- EOK l1aC (YAA,5 YYP C)

KoHcynbTaHTlAKOC: NpumeyaHue.
Hymepauua Tabaumu, gaHa B COOTBETCTBUU C 0PULMAJIbHBIM TEKCTOM AOKYMEHTA.

Tabauua 19. Kputepum oueHKU KauecTsa MegULUHCKOA NOMOLLMN

N KpuTepuin kayecTtBa EOK YYP yan OueHKa
Knaccu BbINONHEHMA
YPOBEHb
1. BbinonHeHo IKI IC A 2 Na/Het
2. BbinosHeHa axokapaunorpadums IC A 2 Ha/net
3. BbinonHeHO nccnegoBaHue IC A 2 Na/Het

HEeCrNpPOBOLMPOBAHHbIX AblXaTe/IbHbIX
06bEMOB M MOTOKOB, UCC/IeA0BaHME
anoddysmnoHHoM cnocobHocTM nerkux. Mpu
TEXHWYECKOM HEBO3MOXKHOCTM BbINOIHEHUA
[LAHHOr0 1CCe0BaHMsA B YCI0BUAX
MeAMULIMHCKOrO YYpeRAeHUS, NauneHT
HanpaB/EeH B 3KCNEPTHbIN LEHTP.

4, BbinosHeHa nepdy3mnoHHasa cumMHTUrpadms IC A 2 Na/net
NNErKUX B COMETAHUM CO CUMHTUTPaduei
NErKnX BEHTUNALMOHHON. MpU TEXHUYECKOM
HEBO3MOXHOCTM BbIMOJIHEHUA AAHHOTO
nccnefoBaHUA B YCN0BUAX MeAULMHCKOTO
yypexneHus, NnaumeHT Hanpas/ieH B
3KCNEPTHbIN LEHTP.

5. BbinonHeHa KOMNbOTEPHAsA TOMorpadus l1aC B 2 Oa/Het
OpraHoB rpyAHOM NOMOCTU C BHYTPUBEHHbBIM
601t0CHbIM KOHTPACTUPOBAHUEM.

6. BbinosHeHO ynbTpa3ByKoBoe nccnegosaHune | IC A 2 Oa/Het
OpraHoB H6pIOLWHOM NOOCTUN (KOMMNAEKCHOE)

7. MauneHT c nogo3peHnem Ha JIAT n XTIJITT IC A 2 Ha/Het
HanpaB/ieH B 3KCNEPTHbIM LEHTP ANA
BepudULMKaLmMm anarHo3a, ctpatudmKkaumnm
pucKa 1 BbIbopa oNTMMaabHOro metToaa
neyeHwna

8. HanpasneH B a3KCNepTHbIM LLEHTP 4NA IC A 2 Na/Het
BbINO/HEHWA YPe3BEHO3HOM KaTeTpusaLmm

cepaua.

9. B aKcnepTHOM LLeHTpe BbINOAHEH IC A 2 Na/Het




Ba30pPEaKTUBHbIM TecT nauneHTam c UAT,
Hacnegyemon JIAT n NAT, MHAYUMPOBaHHOM
NpMEMOM NEKAPCTBEHHbIX NPenapaTos namn
TOKCMHOB

10. MNaunentam JIAl c HegocTaTouyHbIM OTBETOM | IB A 2 Ha/net
Ha Ha4Ya/NbHYIO MOHOTEpPanuio Ha3Ha4yeHa
nocneposatesibHad KOMOUHNPOBAHHAA
Tepanusa

11. MaunenTy JIAT BbiCOKOro pucka netanbHoctn |llaC A 2 Ha/net
HasHayeHa KOMOWHMpPOBaHHaA Tepanua

12. JOoCTUrHyTa Lenb MegMKaMeHTO3HOM IC A 2 Ha/net
Tepanuun: HU3KUI PUCK NEeTaNbHOCTH

13. MauneHT c XTI/l obeyKaeH Ha npeameT IC A 2 Na/Het
BO3MOHOCTU BbIMOJIHEHUA
TPOMO3HAAPTEPIKTOMUM U3 TIETOYHOMN
apTepuu

14. MauneHT B3AT Ha gMcnaHcepHoe HabatoaeHue | IC A 2 Na/Het
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MpunnoxkeHune Al
COCTAB PABOYEMN rPYNMbI

1. ABgees Ceprent Hnkonaesuu (Mocksa). Poccuiickoe pecnupatopHoe obLwecTBo

2. bapbapaw Onbra JleoHnaoBHa (KemepoBo). Poccuiickoe Kapanonormyeckoe obLLecTso

3. baytuH AHapen EBreHbeBud (CaHKT-MeTepbypr). Peaepauma aHeCTE3MO/I0rOB U peaHMMaTo1I0ros Poccum
4. Bonkos AnekcaHap Butanbesuny (Mocksa). Accoumauma pesmaTtonoros Poccuu

5. BecenoBa TaTbAHa HuKonaesHa (MockBa). HauMoHanbHbIM KOHIpecc Ny4eBblX AMArHOCTOB

6. Fanasuy Anbbept CapBaposud (KasaHb). Poccuitickoe Kapamonornyeckoe obectso

7. ToHyaposa HaTanbs CepreesHa (CaHKT-MeTepbypr). Poccuiickoe Kapamonornyeckoe obwecTso

8. Fopbauesckuit Cepreli Banepbesny (MockBa). Accoumanma cepaeyHo-cocyancTbix Xmpypros Poccmm

9. AaHunnos Hukonan Muxainosuy (Mocksa). Accoumauma cepaeyHo-cocyancTbix Xmpypros Poccuu

10. EpemeHKo AnekcaHap AHaTonbesudy (Mockea). Pepepauma aHecTe3M0N0rOB U peaHMMmaToNoros Poccun
11. MapTbiHiok Tamuna ButanbesHa (Mocksa). Poccuiickoe Kapamonormyeckoe obLiecTso

12. MouceeBa Onbra MuxainnosHa (CaHkT-MeTepbypr) Poccuiickoe Kapanonoruyeckoe obLLEeCTBO

13. Cangosa MapuHa AbaynaTunosHa (Mockea). Poccuiickoe Kapamonormyeckoe obluectso



14. CeprueHko Bnagnmmp bopucosud (Mockea). HaumoHanbHbIA KOHTPece ay4YyeBbiX ANarHoCToB

15. Cumakosa Mapua AnekcaHapoBHa (CaHKT-MeTepbypr). Poccuiickoe Kapauoiormyeckoe obLiecTso
16. Ctykanosa Onbra BnagumnposHa (MocKkBa). HaumMoHanbHbIM KOHIpecc y4yeBbiX ANarHocToB

17. YasoBa UpwuHa EBreHbeBHa (MockBa). Poccuiickoe Kapanonorunyeckoe obLiecTso

18. YepHasckuit AnekcaHap Muxaiinosudy (HoBocnbupck). Accoumaumsa cepaeuyHo-cocyamcTbiX XUPYpPros
Poccum

19. Wanaes Cepreit Bacunbesuy (TiomeHb). Poccuiickoe Kapanonornyeckoe obLectso
20. WmanbL, AHTOH AnekceeBny (MockBa). Accoumaumna cepaeyHo-cocygucTbiX XMpypros Poccun
21. UapeBa HaTtanbs AHaTonbeBHa (MockBa). Poccuiickoe pecnvpaTopHoe obLiecTso

YneHbl paboueit rpynnbl NOATBEPAUAU OTCYTCTBME (GMHAHCOBOW noaaep»KKu/KOHGAMKTA MHTepecos. B
Cny4yae CcOObLEeHUs O HaiMumm KOHGOAMKTa MHTepecoB, yneH(bl) paboueit rpynnbl 6bina(K) MckaodeH(bl) U3
06CyKaeHMNA pPa3aenos, CBA3aHHbIX C 061aCTbio KOHGANKTA MHTEPECOB.

MpunnoxkeHune A2
METOA0/10rMMA PA3PABOTKU K/IMHUYECKUX PEKOMEHAALIUMN

Bcneacteme TOro, UTo YneHbl Poccuiickoro Kapauonormyeckoro obuiectsa BXxoaaT B coctas EBponeickoro
obllecTBa KapAMONOroB WM TaKXe ABAAIOTCA €ero 4YneHamu, Bce pekomeHzaummn Esponeiickoro obuiectsa
Kapaunonoros (EOK) dopmupyoTca € yd4acTMem POCCUMICKMX 3KCMepTOB, KOTOpble ABAAIOTCA COaBTOpamu
eBpOonenckux pekomeHgaumnin. Takum obpasom, cyllecTsylolimMe pekomeHaaumm EOK oTpaxaloT oblee mMHeHUe
BeAyWMNX POCCUNCKMX U eBPONEncKUX Kapguonoros. B cBA3nM ¢ 3tum  dopmuposaHMe HauMoHaNbHbIX
pekomeHAaunii NpoBoAMNOCb Ha OCHOBe peKkomeHaauuii EOK, ¢ ydyeTomM HaUMOHaNbHOM cneunduku,
ocobeHHocTell 0bcnenoBaHWA, NeYeHns, AOCTYMHOCTM MeAMUMHCKOM nomowm. Mo 3Tol NpuUUMHE B TeKcTe
HaACTOAWMX KAMHUYECKUX peKomMeHZauuii, oAHOBPEeMEHHO MCNOo/b30BaHbl ABe LWKa/bl OLEeHKM A0CTOBEPHOCTU
[l0Ka3aTeNbCTB TE3MCOB PEeKOMeHAaLUMN: YPOBHU AOCTOBEPHOCTN AoKasaTenbcts EOK ¢ YYP u YAA. No6asneHbl
Knaccbl pekomeHgauuii EOK, nossonsiowme oueHUTb HeobXOAMMOCTb BbIMOJSIHEHUA Te3uca PeKkomeHaauumii
(Tabnnup 20, 21, 22, 23, 24).

KoHcynbTaHTIAOC: NpumeyaHue.
Hymepauma Tabanuy, AaHa B COOTBETCTBMM C OPULMANBbHBIM TEKCTOM AOKYMEHTA.

Tabnauua 20. Knaccbl NoKasaHWMA cornacHo pekomeHpauuam Esponeiickoro obujectBa Kapauonoros
(EOK)

Knacc Onpegenexune MNpeanaraemasn
pekomeHaaumm dopmynmpoBKa
EOK
I [ oKazaHo uam obLLenpusHaHHO, YTO PekomeHgoBaHO/NoKasa
AMarHoctuyeckan npoueaypa, HO

BmeLllaTen bCTBO/!'Ie‘-I €Hune ABNAKTCA



3pPEKTUBHLIMU U NONE3HBIMU

MpoTusopeunsblie gaHHble U/ Man MHeHUA 06
3¢ deKTMBHOCTU/NONb3E AMAarHOCTUUYECKOM
npoueaypbl, BMeLWaTenbCTBa, Ie4YeHus

lla BO/IbWIMHCTBO AaHHbIX/MHEHWIA B MOJIb3Y LlenecoobpasHo
3¢ deKTUBHOCTU/ NMONb3bl ANArHOCTUYECKOM NPUMEHATb
npoueaypbl, BMELWaTebCTBa, 1e4eH s

b 3¢ PeKTBHOCTL/NO/b3a AMarHOCTUYECKOM MOHO NPUMEHSATb
npoueaypbl, BMELATEeIbCTBA, 1eYEHMUSA
yCTaHOBAEHbI MeHee ybeauTeNbHO

" [aHHble unn eguHoe MHeHue, 4To He pekomeHayeTcA
OMArHoCTMYeCKas npoueaypa, BMeLaTenbCTBo, NPUMEHATb
neyeHve becrnonesHbl/HesapPeKTUBHbI, a B paae
CNy4yaeB MOTyT NPUHOCUTL Bpea,

Ta6nunua 21. YpoBHM A0CTOBEPHOCTU A,0KA3aTeNbCTB COMMIACHO peKkomeHgauuam EBponeiickoro obuiecrsa
Kapauwonoros (EOK)
YpOBHM A0CTOBEPHOCTU A0Ka3aTenbcts EOK
A JaHHble MHOTrOYMCAEHHbIX PAHAOMU3NPOBAHHBIX KAMHNUYECKUX MCCAEA0BaHUN UK

Ta6nunua 22. LWKana oueHKU ypoBHeid A0CTOBEPHOCTU AoKasaTtenbcts (YAA) Ana meToa0B AMArHOCTUKM

METaaHa/n30B

[aHHble nosiy4yeHbl NO pe3ysibTaTaM O4HOTo PaHAOMU3NPOBAHHOIO KJIMHNUYECKOIro
nccnenoBaHUA UM KPYNHbIX HEPAaHAOMU3UPOBAHHbDIX MCCﬂe,ﬂ,OBaHMﬁ

CornacoBaHHOe MHeHue 3KCnepToB VI/MHM pPe3ynbTaThbl HeboNbLNX VICCﬂe,CI,OBaHMﬁ,
PETPOCNEKTUBHDBIX MCCHEAOBaHMVI, perncrpos

(amarHocTMYECKUX BMeLLATeNbCTB)

YAaA

Pacwudposka

Cucrematnyeckume O630pbl MCCﬂeAOBaHMﬁ C KOHTpO/NEM pEd)EDEHCHbIM MeTo40M Unn
cMcTeEMaTUYECKUIA 0630p PaHOO0OMU3NPOBAHHbIX KIMHUYECKUX MCCHEAOBaHMVI C
nNPUMEHEHNEM METaaHa/IN3a

OTaenbHble nccnenoBaHuUA C KOHTpO/1EM pecbepeHCH bIM METO40M UNN OTAENIbHbIE
pPaHOOMU3NPOBAHHbIE KTUHUYECKNE UCCeaoBaHNA U CUCTEMAaTUYECKNE O630pb|
MCCﬂep,OBaHMVI noboro AVI3al7IHa, 3a UCKNIDYEHNEM PaHOO0OMU3NPOBAHHDLIX KTMHUYECKUX
MCCﬂep,OBaHMVI, C NPUMEHEHNEM METAaaHa/IN3a

UccnepoBaHuA 6es nocnenoBaTesibHOro KOHTPONA peq)epEHCHblM MEeTo40M Unun
nccnenoBaHuA C ped)epeHCHblM MeTo40M, HE ABNAWNMMCA HE3aBUCUMbIM OT
nccneagyemoro metoga Uan HepaHaAomMmmnsnpoBaHHbIe CpaBHUTE/IbHbIE UCCNea0BaHUA, B
TOM 4YUCNe KOropTHble nccnenoBaHuA

HecpaBHUTeNbHbIE NCCNe[0BaHMA, ONUCAHME KANHMYECKOro Cayyasn




5 NmeeTca nwb 060CHOBaHME MeXaHM3Ma AEACTBUA UAN MHEHME SKCMEePTOB

Tabnamua 23. LKana oOUEHKM YpPOBHEW [OCTOBEPHOCTU p[oKasatenbcts (YAA) Ana metoaos
NpoPUNAKTUKK, NeyeHMA U peabuautaumm  (NpPodUNaKTUUECKUX, NedyebHbiX, peabunnuTaLUoOHHbIX
BMeLLaTeNbCTB)

yoa Pacwundposka
1 Cucrtematmnyeckmin 063op PKU c npumeHeHnem meTaaHam3a
2 OtaenbHblie PKU 1 cuctematmnyeckmne 063opbl nccnegosaHmin ntoboro ansaiiHa, 3a

ncknoyeHnem PKK, c nppmeHeHnem metaaHannsa

3 HepaHAoMMU3NPOBaHHbIE CPaBHUTE/IbHbIE UCCNEA0BAHUA, B T.U. KOTOPTHbIE
nccnenoBaHUA
4 HecpaBHUTEIbHbIE UCCIEA0BAHMSA, ONUCAHNE KAMHMYECKOrO C/Iy4as Uamn cepmm

Cny4Yaes, UccnepoBaHma cayvyan-KoHTpoab"

5 NmeeTca nnwb 060CHOBaHME MeXaHN3Ma AeﬁCTBMH BMmeLaTenbCrBa (,CI,OKI'II/IHI/I‘-IECKI/IE
VICC}'Iep,OBaHMFl) NN MHEHWNE 3KCNEPTOB

Tabnuua 24. LUKana oOuUeHKU YypoBHeW yb6eguTenbHOCTM peKomeHgauuii (YYP) ana metopos
NPodPUNAKTUKK, AUArHOCTUKU, NeUeHUA U peabunutaumm (NnpodunakTUUECKUX, AUarHOCTUYECKUX, NIeUebHbIX,
peabunuTauMoHHbIX BMELIATENbCTB)

YYypP Pacwmndposka

A CunbHas pekomeHaaums (Bce paccMaTpuBaemble KpUTepUn apdeKTUBHOCTH (MCXoabl)
ABNAIOTCA Ba’KHbIMM, BCE MUCCNEA0BaHNA UMEIOT BbICOKOE MW YA 0BNETBOPUTENIbHOE
METOZ0/10rMYeCcKOe KauecTBO, UX BbIBOAbI MO MHTEPECYIOWMUM NCX0L3aM ABAAIOTCA
COrNacoBaHHbIMM)

B YcnoBHan pekomeHzauma (He Bce paccmaTprBaemble Kputepun apPpeKTUBHOCTH
(ncxoabl) ABNAOTCA BaXKHbIMK, HE BCE UCCNEL0BAHUA MMEIOT BbICOKOE UK
YA0B/IETBOPUTE/IbHOE METOA,0/10TMYECKOE KauyecTBO M/UM UX BbIBOAbI MO
MHTEPECYIOLLMM UCXO4aM HE ABAAIOTCA COrNacoBaHHbIMM)

C Cnabas pekomeHgaums (OTCyTCTBME A0Ka3aTebCTB HaA/1eXKallero KayecTea (Bce
paccMaTpuBaemble KpUTepun apGeKTUBHOCTM (MCXOabl) ABNAIOTCA HEBAXKHbIMU, BCE
nccnenoBaHMA UMEHT HU3Koe MeTOA,0/10TMYeCcKoe KayecTBO M UX BbIBOAbI MO
MHTEPECYIOLLMM UCXO4aM HE ABAAIOTCA COrNacoBaHHbIMM)

LleneBasa ayautopmua AaHHbIX KAMHUYECKUX peKomer,au,Mﬁ:

1.

1. Bpau-kapgmuonor

2. Bpay-nyabmoHonor



3. Bpay-pesmaTtonor

4. Bpay aHecTe3no0r-peaHmmaTtonor
5. Bpau -cepae4yHo-cocyancTblii Xupypr
6. Bpay nyyeBoin amMarHoCTUKn

7. Bpay 06wein npakTUKK

MopAaaoK 06HOBAEHUA KNIMHUYECKUX peKOMEHAAL UM

MexaHunsm obHoB/IEHUA KANHUNYECKUX peKomer,au,Mﬁ npeaycmatpmsaetr UX CUCTeMaATUYECKYH
dKTyan3ayunio - He pexxe 4em OAUH pa3 B TPU roAda, a TaK¥Ke npn noasaeHUM HOBbLIX AaHHbIX C NO3ULUU
[O0Ka3aTeNbHON MeAMUMHbI MO BOMPOCaM AMAarHOCTUKKU, NedyeHuns, NPOPUNAKTUKN U peabuamtaumm KOHKPETHbIX
3aboneBaHuMi, HanMUMM 060CHOBAHHbIX AONONHEHWNI/3aMedaH it K paHee yTeepKaeHHbIM KP, Ho He yawe 1 pasa
B 6 mecaues.

MpunoxkeHune A3

CBA3AHHbIE AOKYMEHTbI

KoHcynbTaHTlAOC: NpumeyaHue.
Hymepauma Tabany, AaHa B COOTBETCTBMM C OPULMANBbHBIM TEKCTOM AOKYMEHTA.

Ta6nunua 10. CrapToBble U MaKCMMaJIbHbIE LiesieBble J,03UPOBKM 610KaTOPOoB "'MegeHHbIX" KanbuueBbixX
KaHanoB, NPMMEHAEeMbIX Y NaLUeHTOB ¢ namonartudeckoit JIAT, HacneacrseHHoi JIAT, JIAT, accouMmpoBaHHOM €
npuemom nekapcts, Il - lll ®K (BO3), umelowmx nosioKuTenbHblii Ba3opeakTUBHbIN TecT (aganTMpoBaHo U3
Galie N. et al. 2015 ESC/ERS Guidelines) [6]

Mpenapat CraprtoBas A03a MaKcmanbHas cyTouHas
[031pOoBKa
Hudegmnnuu** 30 Mr x 2 pasa B A€eHb 120 - 240 mr
Amnoaunuu** 2,5mr x 1 pas B AeHb 20 mr
Onntnasem** 60 mr x 3 pasa B A€eHb 240 - 720 mr

Tabauua 11. CpaBHuUTenbHaa papmakogmHaMUKa U dapMaKoKMHeTUKa IPA 1 HexKenaTenbHble AB/eHUA,
cBA3aHHble C UX Nnpuemom (agantTuposaHo us Aversa M, et al., 2015)

BoseHTaH** AMb6pU3eHTaH** MauuTeHTaH**
Abcopbuun 50% 80% brnopoctynHocTb
(énopocTynHoCTb) Hen3BecTHa

MUK KOHLLEeHTPaUMmn, 4 3-5 2 8




PacnpeneneHue 98 99 >99
(cBasbiBaHUE c Benkamu), %

MeTtabonmsm CYP 3A4, CYP FnokopoHmsaumna. | CYP 3A4, CYP 2C19
2C19 OKucneHmne yepes
CYP3A4, CYP 2C19

AKTMBHble meTabonuTbl Ectb Het Ectb

SAMMUHaUMA MNeyeHoYHan MNoyeyHan MoyeyHan, neyeHoYHasn
MNepwnopa nonysbiBegeHUA, Y 5-8 13,6 - 16,5 16

MosbiweHune AT nam ACT 10 2,3 3,4

> 3 BEPXHMX FPaHUL, HOPMbI,
%

MNepudepnyeckme otekn, % | 16,7 28,4 18,2

CHU}KeHune ypoBHA 15 10 13,2
remornobuHa, %

KoHcynbTaHTlAOC: NpumeyaHue.
Hymepauma Tabamuy, AaHa B COOTBETCTBMMU C 0DULMANBHBIM TEKCTOM AOKYMEHTA.

Ta6nuua 13. PekomeHgaumnu no 3¢deKTMBHOCTU NociefoBaTe/IbHO KOMOBMHMPOBAHHOW IEKAPCTBEHHOMN
Tepanuu ANA NeroYHoN apTepuanbHoii runepTeHsuu (rpynna 1) B cooTBeTcTBUU € GYHKLMOHA/IbHBIM KIacCOM
BcemupHOI4 opraHnsauum sgpasooxpaHeHus (agantuposaHo u3 Galie N., et al. 2015 ESC/ERS Guidelines) [6]

Tepanua PekomeHnpgaunm
®K I BO3 ®K 111 BO3 ®K IV BO3
EOK YYP  EOK YYP EOK YPP YO
yaa yaa
MaunuteHTaH** B gononHeHue K IB A2 IB A2 I1aC B2
cungeHapuny
Puouuryat** B pononHeHue K IB A2 IB A2 I1aC B2
603eHTaHy**
Cenekcunar B gonosnHeHue K 9PA u/uam IB A2 1B A2 IlaC B2
cungeHadumna
MnonpocT MHranAuMOHHbIN B IIbB B3 IIbB B3 IIbC C3
OONONHEHUe K 6o3eHTaHy**
AMbpu3eHTaH** B gOoNoONHEHME K IIbC C3 IIbC  C3 IIbC C3
cungeHadpuny
Bbo3seHTaH** B sononHeHMe K I1bC C3 IlbC C3 11bC C3
cungeHadpuny

CunageHadwnn B 4ONONHEHME K 11bC C3 11bC C3 11bC Cc3



603eHTaHy**

[pyrue aBoliHble KOMBUHaUUK IIbC Cc3 I1bC Cc3 11bC Cc3
[pyrve TponHble KOMOMHaLUK IIbC Cc3 I1bC Cc3 I1bC Cc3
Puouuryat** B gononHeHue K 1B A2 1B A2 1B A2
cungeHapuny

KoHcynbTaHTAOC: NprMeYaHme.
Hymepauma Tabamuy, AaHa B COOTBETCTBMM C 0DULMANBHBIM TEKCTOM LOKYMEHTA.

Tabnmua 16. AHanu3 KAMHUYECKUX UCCNe[0BaHUA, MNOCBALLEHHbIX oueHKe 3¢pdeKTUBHOCTM U
6e3onacHOCTU NpumeHeHUA cneundPuUUecKoi Tepanun NerovyHoi apTepuanbHOM rMNEepTeH3un y NaLUeHToB C
NIeroYyHoM runepTeH3nen, accCouMMpPoBaHHOM C NaToNI0rMeit NeBbiXx Kamep cepaua

UccnepoBaHune Mpenapat Konnyectso 3ddekT
nauneHToB
REACH-1 BoseHTan** n=174 MpeKpaLeHo 40CPOYHO.
CHH®B /1K YBennyunsaeT 3a4epKKY HKUOKOCTH
ENABLE BoseHTaH**  n=1613 T YacToTy rOCNUTaNMN3aLMiA, NOBbIWAET
CHHOB JIK TPaHCaMMHa3bl, MPEKPALLEHO 4OCPOYHO
RELAX CungeHadmn n =216 Ynayywaet pusnyeckyto paborocnocobHocTb
(TWX, Nk VO32) 1 Ka4yecTBO XKU3HMU
®B > 50%
AO3N1A > 20 mm
pT. CT.
Guazzi M., 2011 CungeHadun n =44 d ANA, 0 dyHKLMIO T 1 JTK,
®B > 50% NONOMKMUTENbHO BAUAET HA BOAHbIV 0bMeH
AO3N1A > 20 mm
pT. CT.
LEPHT Puoumryat** n =201 Xota | cpepHee /1A HepoctosepHo (p = 0,1),
CHH®B JTK cepAeyHbi MHAEKC M yAaPHbI 06bem T

MNpumeyarne: CHHOB /XK - cepaeyHas HeLO0CTaTOMHOCTb C HU3KOM dpaKumelt BbiIBpoca NEBOTO Kenya04Ka;
®B - ppakuma Bbibpoca; JICC - neroyHo-cocyauctoe conpotmenenune; A3/1A - AaBneHUe 3aKAMHUBAHUA NETOYHbIX
Kanunnapos; TWX - TecT ¢ 6-MMHYTHON xoabboi; AJIA - gaBneHue B nerodHoin aptepuun; nuk VO, - NnnMKoBoe
notpebneHue knucnopoaa; MK - npaebiit *Kenyaouek; /1K - neBbiit XKenyaouek.

MpunoxerHune b



ANTOPUTMbI BEAEHUA NALMUEHTA
MpunoxeHue b1

ANrOPUTM AEACTBUIA BPAYA NPU OBCNIEAOBAHUM MALMEHTA
C NEFTOYHOW N'MNEPTEH3UEN

KoHcynbTaHTAOC: NprMeyaHme.
Hymepauma Tabanuy, AaHa B COOTBETCTBMM C 0DULMANBHBIM TEKCTOM LOKYMEHTA.

Ta6bnuua 4. PacnpepeneHue neKapCTBeHHbIX NPenapaToB U TOKCMHOB B 3aBUCMMOCTM OT CTeNeHU pUcka
pa3BUTUA NEroYHO apTepuanbHOM rmnepTeHsuu [6, 11]

OnpeneneHHbIn BepoATHbIl
- AMUHOpeKC - KokanH
- PeHdnopamuH - deHnANponaHoNaMMH
JekcdeHdnopamuH - 3BepoboA NpoabIpPABAEHHOrO TPaBa

- TOKcMYeckoe pancoBoe macso - Am¢peTammHononobHble Nnpenapatobl

- BeHdnoopekc - UnTepdepoH anbda-2b n UHTepdepoH beTa-la

- la3aTnHmb - Anknnvpytowme npenapaTbl

- MeTamdeTamumHbl - Bo3yTMHNO
- MpoTMBOBMpPYCHbIE NpenapaTbl NPAMOro AeACTBUSA
- UhanpybuH

Tabnnua 5. OnpepeneHve BepoOATHOCTU JIETOYHOW TUNEPTEH3UM HA OCHOBAHMU  [AHHbIX
axoKapauorpadum [6, 43]

CKopoCTb TPUKYyCNUAaNbHON Hannune gononHutenbHbix IXoKr - BepoartHoctb /Il no
perypruTtauuu, m/c NPU3HaAKoOB OaHHbIM IXOKT
<= 2,8 nnun He usmepsetca HeT HW3KaA
<= 2,8 nnaun He namepaeTca Aa cpeaHAan
2,9-3,4 HeT cpegHAan
29-3,4 aa BblCOKaA
>3,4 He TpebyeTca BbICOKaA

Tabnuua 6. lononHUTeNbHbIe 3XOKapAanorpaduueckme NpuMsHaKku, NOBbIWAOLWME YPOBEHb BEPOATHOCTU
NeroYHO rMnepTeH3nn B A0NO/IHEHUE K U3SMEPEHUIO CKOPOCTU TPUKYCNUAANBHON peryprutauum [6, 43]

Kenynoukum JNleroyHas apTepus Hu»XHAA Nnonana BeHa n npasoe
npeacepgue
CooTHOLWEHWE AnameTpoB Bpems yckopeHua KpoBoToKa B | inameTtp HIB > 21 mm B
NpPaBoro/NeBoro *KeayAo4YKoB | BbIHOCALLEM TPaKTe NPaBoro COYEeTaHUU C yMEeHbLUeHnem
Ha ypoBHe 6a3asibHbiX }enypouka < 105 m/c n/mam cnageHus Ha Baoxe (< 50% c
cermeHToB > 1,0 cpefHecucTonnyeckoe pe3Kknm BAOXOM HOCOM UK




NpUKpbITUE < 20% Ha ¢oHe cnokonHoro

AblXaHuA)
YnnoweHue
MEXKKeyL04KOBOM CKOpOCTb paHHeN

N Maowaab Nnpasoro npeacepama >

neperopoaku (MHAeKc ANacToNNYecKomn 18 o2
3KCUEHTPUYHOCTU NEBOTO Ny/IbMOHa/IbHOW peryprutaymm

(M3mepeHune B KOHLE CUCTObI)
wenypgouka > 1,1 8 cucrony >2,2m/c

n/vnv gracrony)

OvameTp neroyHom aptepum >
25 mm

Mpumeuanune: MAK - npasbiit kenynouek; JIA - nerouHas aptepua; HMB - HUKHAA nonas BeHa; NN -
npasoe npeacepane. N3 - nHaekc skcueHTpuyHoctn; AT BTTXK - cuctonmnyeckoe Bpems yCKopeHus
NOTOKa B BbIXOAHOM TPaKTe NPaBoro Xenyao4ka.

Tabauua 7. ANropuTmM AUMArHOCTUKU B 3aBUCMMOCTH OT BEPOATHOCTU JIEFOYHOMU r’MNEPTEH3UMN MO AAHHbIM
aXoKapauorpadum y nauueHToB € KIMHUYECKMMU CUMMTOMaMM NMPU HAJIMYUN UK OTCYTCTBMM GAKTOPOB PUCKA
NIeroYHOM apTepuanbHO rMNEepPTEeH3UN U XPOHUUYECKO TPOMB0IMbBOoIMUYEeCKOU Nero4Hon runepTeHsun [6, 43,
65 - 67]

BepoAaTHOCTb Mpwn oTcyTCcTBUMK YYP EOK Mpn Hannumn YYP EOK
NI no ¢daKTOpPOB pUCKa yon ¢daKTOopOB pUCKA yan
OaHHbIM NAT/XTI0r NAT/
OxoKr XTI0r
Huskaa PaccmoTtpeTb B3 l1a-C PekomeHpoBaTb B3 lla-C
aNbTepHaTUBHbLIN IX0Kl-KoHTpONb
AVarHos
CpegHan PaccmoTtpeTb B3 l1a-C PekomeHpoBaTb B2 lla-B
aNbTEPHATUBHbI M foobcneposaHue,
AnarHo3s n IxoKr- BK/touaa YBKC
KOHTPO/Ib
Bo3MOKHO C5 I1b-C B2 lla-B
paccmoTpeTb
foobcneposaHune
BbicoKas Joobcneposanue, A2 I-C PekomeHpoBaTtb A2 I-C
BKto4asa YBKC poobcnenosaHue,
BKAto4vaa YBKC

Tabauua 8. OcHOBHble popmynbl A4N1A pacyeTa remoANHaMMYECKMX NoKasaTenei

Mokasatenb dopmyna
CpegHee /1A, Mmm pT. CT. (ConA +2*ganA)/3
CepAaeuHblii nHaekc (CK), n/mun/m? MOK/nnowaab noBepxHOCTK Tena

JICC, en. Byaa (cpea. ANA-O3N1A)/MOK




TOT, mm pT. CT.

cpea. ANA-O3/1A

ANnr, mm pr. cT.

LONA-N3NA

Mpumeyanue: OJ1A - nasneHue B neroyHon aptepun; CAJA - cuctonnyeckoe gasneHue B IErO4YHOM
aptepuu; OOJIA - gmMactonnyeckoe gassieHue B nerodHon aptepun; MOK - MUHYTHbIM 06bem
KpoBoobpauleHus; JICC - nerouyHoe cocygmcroe conpotmsneHune; A3/1A - nasneHne 3akIMHUBAHUS.

PucyHok 1. [inarHocTMka NerovyHoi rmnepTeHsnMm 1 ee npuduH: NepBMyHoe obcnegoBaHMe NaLMEHTOB C
WUCK/IIOYEHNEM YacTbiX MPUYMH U MX MapLpyTM3aumsa B 3aBMCMMOCTM OT BEPOATHOCTM Ha/IMuMA NEerovyHomn
apTepuanbHOM rMNepTeH3nm AU XPOHNYECKon TPOMB0IMBOANYECKOMN 1ero4YHon rmnepTeH3nn (aaanTMpoBaHo 1s
Frost A, et al. Eur Respir J. 2019; 53(1). pii: 1801904) [43].

QULHRE BEPORTHOCTH

BuiRBASHME NAYWSHTOS
BRICOHOND PMCKa

[ARarHOCTHRE HaCTRIX
npwaws A

OHArHOCTHRS PearmX
npwsss A

[ Anammed, cumnromut, /a0, 1ecTe,

YRAILIBAOEME Ha T ]

MATOAOTMM NeBhEX RaMmep

Huzkan Mouck Ap. NPHIMH
IXOKI BEPOATHOCTY W HaGmogenme
a
BuicTpoe &
HanpasneHue TpomeskyTouHan
BLIABARHHBIX L WAK BLICONAR
NaywenTos ‘
[ B/ sam nepdysmonman
CMHTHIPagHMa «KT+DB 8
| MavecTee Cxpummmra XTI )
% l B/ cran wopma NaToROFUA NEBLIX KAMEP CEPALA
) MM NETKMX NOATBEPIKAEHA.
& MCKN0UMTE NATONOIMED N1EBHIX BeeHME B COOTBETCTBM €
& SR ANMOPHTMOM ANA ITHX
g I zafonesanmn
§ HeT K KM 3K o]
3
=

CEPALD HAW NEINMX -

—\

Incneprunii yeHTp ]

MpumeyaHune: BeHTUNALMOHHO-Nepdy3MoHHaa (B/M) cumHTUrpadma Nerkux B KayectBe CKPUHWHIOBOrO
MeToZa MOXKET ObiTb 3aMeHeHa Ha Nepdy3MOHHYIO CUMHTUIPAdUIO NIETKMX B COYETAaHUM C peHTreHorpadpuei
rpyaHow Knetku nam KT opraHoB rpyaHOW KNETKM B COYETAHUM C KOMMIEKCHOW OLEHKON GYHKLMM BHELLIHEro
AblXxaHuA. Mpu OTCYTCTBUM BO3MOMKHOCTM BbINOAHEHUA NepPdY3UOHHOW CUMHTUrPadUM NErkux MOMKeT 6biTb
BbinoAHeHa MCKT-aHrnonynbMmoHorpadums.

KoHcynbTaHTIAOC: NpumeyaHue.
Hymepauma Tabanuy, AaHa B COOTBETCTBMU C OPULMANBbHBIM TEKCTOM AOKYMEHTA.

Tabnuua 14. Kputepum AMArHOCTUKU NErOYHOW apTepuanbHOW FMNEPTEH3UU U BEHOOKK/IO3UOHHOM
6onesHu (agantuposaHo us Montani D. et al., 2016)

JleroyHas apTepuanbHas
rMnepTeHsun

BeHOOKK/03MOHHan 60n1e3Hb Nerkmx

[eHeTuKa




KaHanpaaTHble reHbl

BMPR2, ALK1, ENG, SMAD9,
CAV1, KCNK 3

EIF2AK4

Tun HachepoBaHUA

AYyTOCOMHO-A0MWHAHTHbIN

AyTOCOMHO-pPeL,EecCUBHbIN

Snnaemmonormsa

PacnpocTtpaHeHHocTb |15 cnyyaeB Ha 1 maH 1-2 cny4vaa Ha 1 mAH HaceneHuA
HacesneHuA

Mon HeHwmHbl npeobnagatoT Het npeobnagaHuns

KypeHune Bo3moxHana accoumauma Yawe yem npu JIAT

MpodeccnoHanbHbie
BPEAHOCTM

OTcyTCcTBYIOT

OpraHu4yeckune pacTBoputTenu

dakTopbl pUcka

JNleka PCTBa N TOKCUHDI

MpenapaTbl ANA NeYyeHus
OXUPEHUA LLeHTPaNbHOTO
AencTBus, a3aTuHNo,
MHTepdepoH

AnKnMan pyrowme UunToCTaTukn

ACCOLI,VIMpOBaHHbIe

C3CT, BNC, BUY-nHdpekuma,

C3CT, B ocHoBHOM CC/LL

COCTOAHUA nopTanbHaA rmnepTeHsna
CumnTOMBI

KpoBoxapKaHbe BO3MOXHO Bo3amoxHO

Xpwvnbl OtcyTcTBytOT Penko, npu pasBMTUM OTEKA NIETKMX
MneBpanbHbIV BbINOT | Bo3amoKeH Bo3amoxkeH

Y pe3BeHO3HaA KaTeTepunsauma cepaua

CpegHee OJ1A, A3/1A,
NccC

T cpegHero AN1A,
HopmanbHoe [3J1A,

T ncc

T cpegHero AJ1A, HopmanbHoe [3/1A,
T ncc

OcTpbiii
BA30pPEaKTUBHbIN TecT

MonoxutenovHbit y 10%
nauMeHToB C
namonatudeckon JIAT

~ 10% (He cnyXXUT ocCHOBaHMEM AN
HasHayeHuA BKK)

CDYHI-(LI,MFI BHELWIHEro AbiXxaHunA

ODB1, ®XKEN, OEN

Hopma nnu HesHaunTenbHO
CHWUXKEHbI

Hopma nnm HesHauYnTeNbHO CHUXKEHDI

DLCO

Hopma nnu HesHaunTenbHO
CHUXXEHa

Pe3ko cHuXeHa

Pa0; B noKkoe

Hopma nnu HesHauynTeNbHO
CHWNXXEHa

YacTo pe3Ko cHUXKeHa

Lecatypauua npu ®H

Yacto npucytcteyeT

YacTo pe3Ko cCHUXKeHa




Busyanusumpyiowme metoapl
MCKT opraHoB O6bI4yHO NapeHxuma nerkunx | LleHTponobynapHoe "maToBoe cTekno”,
rPYLHON KNETKM C He 3MeHeHa YTONLLEHNE MEXA0/bKOBbIX NEPEropooK,
BHYTPUBEHHbIM yBennyeHme nmmdaTnyeckux y3nos
60N0CHbIM cpepocTeHuna
KOHTPaCcTUpOBaHMeEM
CunHTUrpadma nerkmx | O6bIYHO HOpMa O6bI4HO HOpMa
nep¢ysnoHHan B
COYeTaHun co
CuMHTUrpaduei
Nerkux
BEHTUNSALLMOHHOM
BpoHxockonua
BA/ Hopma MpU3HaKKM CKPbLITOro IEFOYHOIo
KpoBOTEYEHMA
NeueHune
TapreTtHana JI1AT- PaHAOMM3MpPOBaHHbIE PUCK pa3BuTUA OTeKa Nerkux.
Tepanua KMHUYECKne nccnenosaHua | NMpotMBopeymnBbie aHHbIE
noaTBepK4atoT HEMHOrO4YMCNEHHbIX HAbAOAEHNI
3¢ PeKTUBHOCTL B
OTHOLLEHUMU
remoAnHaMMUYEeCcKnX
nokasareneu, Gusnyeckom
paboTocnocobHocTH,
BbIXKMBAEMOCTU
Mpumeyanune: JIAT - nerodHas aprtepuanbHaa runepteHsusa; C3CT - cuctemHble 3aboneBaHun

coegmMHUTeNnbHoW TKaHu; BMC - BpoxaeHHble NOpoKku cepaua; BUY - Bupyc ummyHogedbumunta yenoseka; A3/1A -
AaBfeHWe 3aKNMHMBAHMA NerovHbix Kanunnapos; JICC - nerovyHo-cocyamctoe conpotmsneHne; OPBl - ob6bvem
¢dopcmpoBaHHoro Bblgoxa; PHKE/ - popcnpoBaHHan KU3HEHHAA eMKOCTb nerkux; OE/T - 0bwan emMKoCTb IETKUX;
DLCO - anddy3noHHaa cnocobHOCTb NEFKUX NO OKcKAy yrnepoaa; pa0; - napunanbHoe gaBaeHue kucnopoaa; ¢H
- ¢usnyeckaa Harpyska; MCKT - mynbTucnupanbHas KomnbioTepHaa Tomorpadusa; V/Q - BEHTUAALMOHHO-
nep¢dysmoHHan; BAJ1 - BpOHX0abBEONAPHbIN NaBax.

Tabauua 15. AuddepeHumnanbHas AMArHOCTMKA MeXAY NIerOYHOWU rmnepTeHsnen, acCoLMMPOBAHHOMN C
natoJsiorueii nesbiX Kamep cepaua, U NerovyHoi aptepuanbHoi runeprteHsueit (agantmposaHo us Mclaughlin
V.V, etal., 2016)

Mpegnonaraeman neroyHas MNpegnonaraeman neroyHas
apTephanbHaa rMnepTeH3na rmnepTeH3na, accounmnpoBaHHaa c
NaToNornen nNeBblx Kamep cepAaua

KnnHuyeckne npusHakm Monoe, ceMenHbIN Craple, apTepuanbHaa rMnepTeH3us,
aHaMHe3, GaKTopbl PUCKa, caxapHbiii guabet, UBC, nHaeKc
accouMmnpoBaHHble maccbl Tena
3abonesaHua (C3CT, BIC, > 30 Kr/m?%, KnIMHMYEeCcKan KapTUHa
BUY m ap.) 3aCTOMHOM cepae4HoOM

HeAOoCTaTO4YHOCTH, cepaeyvHan




acTma/oTeK JIerkux B aHamHese,
OpTOMNHO3

JKIr MoBOPOT 3/1eKTpMUYEcKon ocn | [OBOPOT 3/IEKTPUYECKOMN OCU BNIEBO,
Bnpaso, rmneptpodua MK runeptpodua K, dubpunnauma
npeacepauni
Idxokapanorpadus
MpaBbi Kenyaoyek YBenuueH MoeT 6bITb yBE/INYEH
JleBoe npeacepauve Hopma YBennyeHo

CooTHoOLLEeHWe NpaBoro un
NleBOro npepcepaum

MpaBoe npeacepane 6onblie
NleBOro npeacepaus

MpaBoe npeacepane MeHblUe N1eBOro
npeacepamn

MeskKenyno4koBas Mporn6 Bneso Mpornb Bnpaso
neperopoaka

TpaHCMUTPaNbHbIN <=1 >1

KPOBOTOK, COOTHOLLEHWE

E/A

Jonnneporpamma <8 >10

NnaTepasibHOro cermeHTa
¢nbpo3Horo KonbLa
MWTPaAIbHOrO KnanaHa
E/Em

PeHTreHorpamma opraHoB
rPYLAHOMN KNETKM

YBenuuyeHue npasbix Kamep,
paclmpeHa fieroyHas
apTepua, obeaHeHne
NIero4HOro KPOBOTOKA Ha
nepudepumn

3aCTOMHbIE UBMEHEHMA B Nerkux,
JIMHUN Kepnm, I'IIIEBpaJ'IbeIﬁ BbINOT,
yBe/n4eHne neBbixX Kamep cepaLa

UccnepoBaHue
HeCnpoOBOLMPOBAHHbIX
AblXaTeNbHbIX 06beMoB U
NOTOKOB, UCCNea0BaHKNE
anddy3moHHOM
CNOCOBHOCTU NErkux

Hopma nnu nerkue
06CTPYKTUBHbIE HAPYLLEHUS,
ANCO - Hopma unm nerko
CHUXKeHa, KannnnapHoe pCO;
<=36 MM pT. CT.

Hopma nnu nerkne ob6CcTpyKTUBHbLIE
HapyweHwua, J1CO - Hopma,
KanunnapHoe pCO; > 36 mm pT. CT.

bnomapkepbl

BNP/NT-proBNP nosbiweH

BNP/NT-proBNP nosbliweH

procnupomeTpus

Hunskuit PetCO,, cHUXKaeTcA
npu ®H.

Bbicoknin Ve/VCO,,
nosbiwaetcs npu ®H

PetCO; - HOpma UK cnerka CHUMKeH,
He cHuKaeTca npu OH, Ve/VCO,, He
nosblwaetcs npu ®H

MCKT opraHoB rpygHoi
KNETKW C BHYTPMBEHHbIM
601t0CHbIM
KOHTPaCcTUpOBaHuem

Ucnonb3yetca ana
nckntoueHna il rpynnel 3 mn 4

Mcnonb3yetca ana ncknrovenma Jr
rpynnel 3mn 4

CuMHTMrpadua nerkmx
nepdysnoHHasA B COMETAHMM

Ucnonb3yetca gna
ncknoveHusa XTI

Ncnonb3yeTtca A1a NCKAoYeHUA
XT2r




CO CUMHTUTPadmeEn Nerkmx
BEHTUNALMOHHOM
Ype3seHO3HanA [O3/1A <= 15 mm prT. CT., AO3N1A > 15 mm pT. cT.,
KaTeTepusauma cepaua NNCC >3 ean. Byaa, AOMNI <5 MM pT. CT., HO MOXKEeT BbITb U
ANr >7 mm prt. cT. >7 MM pT. CT.
Mpumeyanune: JIAT - neroyHaa aprtepuanbHasa runepteHsua; C3CT - cuctemHble 3aboseBaHuA

coeaAnHUTeNbHOM TKaHu; BIC - BpoxkaeHHble Nopokn cepaua; BUY - Bupyc nmmyHoaeduumta yenoseka; Al -
aptepuanbHas runepteHsua; NBC - nwemmdeckan 6onesHb cepaua; UMT - nnagekc maccbl Tena; CH - cepaeyHasn
HegocTaTouHOCTb; IKI - aneKTpoKapguorpamma; MHK - npasbii Xkenygoudek; JIK - nesbiid kenygouek; A/1CO -
Andody3noHHasa cnocobHOCTb Nerknx No okeuay yrnepoaa; pCoO; - napunanbHoe AaBfeHWe ABYOKUCK Yrneposaa;
BNP/NT-proBNP - HaTpuilypeTudeckuit nentuga u N-KOHLEBOW HaTpuilypeTudeckuit nponentua; PetCO; -
napumnasbHoOe AaBAEHME YINIEKUCOro rasa B KoHue Bblgoxa; Ve/VCO; MUK - BEHTUAATOPHbIN 3KBUBAIEHT
AByokucu yrnepoaa; MCKT - mynbTucnupasnbHas KomnbtoTepHaa Tomorpadusa; V/Q - BeHTUAALMOHHO-
nepdysnoHHas; [3/1A - paBneHMe 3aKAMHMBAHMA IErOdHbIX  Kanunanspos; JICC - neroyHo-cocyamcroe
conpotmsneHue; AMNT - 4MaCTONMYECKMUIA NYIbMOHANbHbIN FPagNeHT.

KoHcynbTaHTlAOC: NpumeyaHume.
Hymepauma Tabamuy, AaHa B COOTBETCTBMMU C 0DULMANBHBIM TEKCTOM LOKYMEHTA.

Tabnuua 17. Anroputm p[MHaMMYECKOro HabnwaeHMsa nNauUEHTOB C  JIerOYHOW apTepuaibHOM
runepreHsueii (aganTuposaHo no matepuanam 6 World Symposium on Pulmonary Hypertension, 2018) [6]

Ucxon Kaxkable Kaxkable Yepes 3 - 4 mecaua B cnyuyae
HO 3-6 6-12 nocne nameHeHuA yxygweHua
mecAue MecAueB Tepanum
B
KnnHuyeckada oueHka u + + + + +
onpegenenne ®K
OKT + + + + +
TLWWX/wkana bopra + + + + +
MynbcoKkcumeTpma + + + + +
dprocnupomeTpumsa + + + <*>
IOxokapanorpadma + + + +
CraHpgapTHOe + + + + +
nabopaTtopHoe
obcneposaHne
BNP/NT-proBNP + + + + +
YpesseHO3HaA + +<*> +<*> + <*>

KaTteTepusauuna cepgua

MpumevaHme: <*¥> - pexkomeHAyeTCA PaCCMOTPETb BO3SMOXHOCTb.



KoHcynbTaHTlAOC: NpumeyaHue.

Hymepauma pucyHKOB faHa B COOTBETCTBMM C OPULMANbHBIM TEKCTOM LOKYMEHTA.

PucyHok 3. Anroputm obcnefoBaHua 60/1bHOrO € NOAO3PEHUEM HA XPOHUYECKYID TPOMBOIMBOINYECKYIO
JIETOYHYIO TMMEPTEH3UI0 U XPOHUYECKYo Tpomboambonunyeckyto 6onesHb (agantuposaHo us Wilkens H, et al.,

2018) [33]
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YBKC, MCKT opramos rpyHon nosoctm ¢
DHYTPHOCHHSIM GOM0CHLIM KOHTPACTHRODAHKEM,
MMBAIMENAA SHTHONYNLMONOT padan

Ta6bnuua 18. BbinonHeHue cTaHpapTa obcnepoBaHusa B

yupexaeHus

HavmeHoBaHue MEAMLI,MHCKOﬁ ycnyru

Perncrpauns anekTpokapgmMorpammol
XonTtepoBcKoe MOHUTOpUpoBaHue IKI

MpuuenbHan peHTreHorpadua opraHos
rPYAHOMN KNETKM
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CunHTMrpadma nerkmx nepdysnoHHasn

CunHTUrpadma nerkmx nepdysmoHHas 8
CcoYeTaHMM CO CUMHTUTPadmel nerkmx
BEHTUNSALLMOHHOM

KopoHaporpadua (npm Hannumm nokasaHui)

AHrnonynabMoHorpadums

CraHgapTtHoe nabopaTopHoe obcnegoBaHme

OnpepgeneHue aHTUTEeN Knaccos M, G (IgM,
IgG) K BUpYCY UMMyHOAEebMLMTA YeI0BEKa
BMY-1 (Human immunodeficiency virus HIV
1) B KpoBwu, OnpeaeneHne aHTUTEN KacCcoB
M, G (IgM, 1gG) K Bupycy ummyHoaedpuuuta
yenoseka BMY-2 (Human immunodeficiency
virus HIV 2) B KpoBu

MMMYH onorndyeckme TecTtbl
reHeTMQECK0806Cﬂ6AOBaHMe

N-TepMUHaNbHbIY GparmeHT MO3roBOro
HaTpuiiypeTnyeckoro nponentuaa (NT-
proBNP)

NccnepoBaHme HECNPOBOUMPOBaHHbIX
AblxaTe/IbHbIX 06 EMOB U MOTOKOB,
nccneposarve andodysmoHHoM cnocobHoCTH
Nerkmx

HOHMCOMHOFpa¢MHeCKOGMCCﬂeAOBaHMe

EDOHXOCKOHMﬂ(IuMTOﬂOFMHECKMM
nccnegoBaHnem NaBa*KHOM KNOKOCTHU

MarHuTHO-pe30oHaHCHasA ToMmorpadpun
cepaLa U MarmcTpasbHbiX COCYA0B

Ype3BeHO3HaA KaTeTepmsaLma cepaua
procnupomeTpusa
PonopaspelueHne

Xupypruyeckne BmellaTebCcTBa

CneumannsmpoBaHHaA

CneumannsmpoBaHHas

CneumannsmpoBaHHaA

CneumannsmpoBaHHasA
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MNepBuyHan +
cneumannsnposaHHan

CﬂeuMaﬂM3MpOBaHHaﬂ
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CneumanmsmpOBaHHaﬂ
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PernoHanbHbI/3KcnepTHbI

M LueHTp

OKCNepTHbIN LEHTP

PernoHanbHbIN

PernoHasbHbI/3KcnepTHbI

M LueHTp
PernoHanbHbIN

PernoHanbHbIN

PernoHanbHbIM
JKCNepTHbIN LEeHTP

PernoHanbHbIn

IKCMEepTHbIN LEHTP

IKCMNEepTHbIN LEHTP

PernoHanbHbIn/
3KCMEPTHbINA LEHTP

IKCMEepTHbIN LEHTP

IKCMEepTHbIN LEHTP
IKCMEepTHbIN LEHTP
IKCMEepTHbIN LEHTP

IKCMEepTHbIN LEHTP

MpunoxeHune b2



ANrOPUTM OEACTBUIA BPAYA NPU ONPEOENEHMU TAKTUKN NEYEHUA
NAUMEHTA C NEFTOYHON APTEPUANIBHOM MTMNEPTEH3UEN

KoHcynbTaHTMAOC: NprMeYaHme.

Hymepauna pucyHKOB AaHa B COOTBETCTBUM C 0DULLIMANbHbIM TEKCTOM AOKYMEHTa.

PucyHoK 2. Anroputm Bbibopa ONTMMANbHOM TAaKTUKU JSieYeHUs NAUMEHTOB C JIEFOMHOM apTepuasibHOM

rmnepteHsueit [10]
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Hymepau,vlﬂ PUCYHKOB AaHa B COOTBETCTBUUN C O(I)MLI,MaJ'IbeIM TEKCTOM OOKYMEHTA.

PucyHok 4. Anroputm

neyvyeHunA

XPOHWUYECKOM

(agantuposaHo n3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]
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MpunoxeHune B
MH®OPMALMA ANA NAUMEHTOB

JleroyHaa rvnepTeH3ua - 3TO COCTOAHME, NMPU KOTOPOM MPOMCXOAMT MOBbILIEHWE AABAEeHMA B cocydax
Nerknx B pesynbTate pasHoobpasHbiX NpuYMH U 3aboneBaHuit. Hanbonee yacto neroyHas runepteHsua (/1)
pa3BMBaeTca Ha GoHe UCXOAHO cyllecTBylOWMX 3abonesaHuin cepgua, Nerknx, TPOMBOTUYECKMX COCTOAHUMN U
cUCTeMHbIX 3aboseBaHUn COeAMHUTENbHOM TKaHW. bonee pegKMmMM NPUYMHAMKU ANA BO3HUKHOBeHMA JII
ABNAOTCA XPOHUYeCcKMe 3abonesaHua nedyeHn n BUY-nHdpekumna. OaHako 6biBalOT CUTyaumK, Korga He yaaetca
06HapyKuUTb npuuuHy JII, U B Takom cayyae JII HasbiBalOT MAMONATUYECKON Nero4yHol apTepuanbHOM
runepteHsueit (NAT).

CumnTomaTvKka JII HecneundmyHa M 0BbIYHO XapPaKTEPU3YeTCA OAbIWKON Mpu PUMYECKUX Harpyskax,
KOoTopas nporpeccupyetr co BpemeHem; obuwei cnabocTblo, cepauebueHvem. bonnm B rpygHoOM KAeTKe,
rO/IOBOKPYKEHUA M CUHKOMA/bHbIE COCTOAHUA NpU GU3NYECKOM HarpysKe ABNAIOTCA KpaiiHe HebaaronpuaTHbIMK
CMMNTOMamMK. A NOSABNEHWE OTEKOB HUMHUX KOHEYHOCTEW, yBe/lMueHWe B obbeme KMBOTa, HabyxaHue U
nynbcauma BeH LWeW ABNAIOTCA NPU3HAKaMKU TAXKENOW HeAOCTaTOMHOCTM MpaBblX Kamep cepaua W
CBMAETENbCTBYIOT O Aa/IeKo 3alleaeli cTagmm 3abonesaHus.

JIAT BcTpeyaeTca y No4ent Bcex BO3PAcTOB, pac, Kak Yy MYXUMH, Tak U Yy XKeHWMWH. Bpaum pasHbix
cneumanbHOCTEM MOTYT AuarHocTMposaTb M feunTb JII. O6bem wuccnenoBaHuiA, BbinoaHAembld npu I,
[0CTaTOUYHO 60AbLUOK W BKAKOYaEeT B cebsa npexae Bcero saxoKkapauorpaduio, nccneaosaHne GyHKUUN Nerkux,
KOMMbIOTEPHYIO TOMOrpaduio OpraHoB rpyAHON KAETKU C KOHTPACTMPOBaHUEM, YbTPa3ByKOBOE UcCneaoBaHue
6PIOLWHOM NOMIOCTM U BbINOSIHEHME Pa3HOO6pasHbIX MCCAeAOoBaHUIA KpoBW. BbiaBneHue npuumHbl ST moxkeT
notpeboBaTb KOHCY/bTaLUW MYy/bMOHOMOrA, peBmaTonora, WUHbekumoHucta. OaHako HaubOoNbLLMIA OMbIT B
BedeHUM naumeHTos c JII, npexae Bcero, MMeOT Bpayu-KapauosnorM, B ocobeHHocT paboTalouwme B
cneumann3mpoBaHHbIX LEHTpax, rae CylLecTByeT BO3MOXHOCTb BbINOJ/IHEHMA 30HAMPOBAHMA Kamep cepaua -
uccnenosaHuns, 6e3 KOTOPOro HEBO3MOMHO MOCTaBUTb OKOHYATE/IbHbIN AMarHo3 U onpeaennTb TaKTUKY BeaeHMA
6onbHoro c /r.



MpUHUMNNANbHO BbIAENAIOT TPU BapuaHTa JII ¢ pasaMyHbIMKM Undpamm AaBAeHMA B Kamepax cepaua u
NeroyHon apTepuu: npekanuansapHaa (apTepuanbHas), MoCTKanuanapHas (BeHO3HadA) M CMeluaHHas
(apTepmanbHasa + BeHO3HaA) nerovyHas rmnepteHsunsa. OxapaKTepusoBaTb reMoANHAMUYECKUIA BapMaHT BOSMOXKHO
TONbKO BO BpemMA MPOBELEHWUA WHBA3MBHOIO METOAA MCCAeAOBaHMA - 30HAMPOBAHUA Kamep cepgua. JaHHoe
nccnefoBaHue ABAAETCA NPUHUUNMAABbHBIM KaK gnsa BepuduKaumm camoro agmnarHosa Jil, yctaHoBAEHMA ero Tvna,
TaK U 4Na onpeaesieHns BO3MOXKHOCTM HasHayeHua 610KaTopoB "MendsieHHbIX" KanbUMEBbIX KaHasioB WK
cneundUIecknx aHrmMnNepTeHsMBHbIX NpenapatoB Ans nedeHua JIAT. Hannume BeHO3HOW (MOCTKaNUANSAPHON)
IeroYHOM rUNepTeH3nmn ABAAETCA NPOTUBOMOKA3aHWEM ANA HA3HaAYeHMA crheunduyecknx aHrmMnepTeH3UBHbIX
npenapatoB ana nedeHusa JIAl, NOCKO/IbKY acCOUMMPOBAHO C YBE/IMYEHMEM TOCMUTANIN3ALMIN C HapacTaHUeM
NPU3HAKOB CEPAEYHOM HEA0CTaTOMHOCTM M CMEPTHOCTH.

JIAT, B 3aBUCMMOCTU OT 3TUONIOTUKN, MOXKET BO3HMKATb B PA3/IMYHOM BO3pacTe M Pa3BMBATLCA C PA3/IMYHON
CKOpOCTbIO: Kak MnocTeneHHo, Ha ¢oHe npeacywecTsyowero 3abonesaHus (BPOXKAEHHOrO MOPOKa cepaua,
CKNepoaepMnn, NaToNorMm Nerkux U T.4.), TakK U AOCTaTOYHO CTPEMUTE/IbHO Y NauMeHTa 6e3 BUAMMbIX NPUUNH,
KaK 3TO NPOUCXO4MT B Cay4dae ¢ ngmonaTtuyeckoi J1AT.

YuuTbIBanA, YTO OAplllKa Npu GU3NYECKON Harpyske ABAAETCA OAHMM U3 OCHOBHbIX CUMMTOMOB JIEFrOYHOWM
rmnepTeH3un, naumeHTy c JII noTpebyeTca NnepecmoTpeTb exKeaHeBHY0 GU3NYECKY0 aKTUBHOCTb. BOAbLWMHCTBO
NauneHTOB, XUBYLLMX C IEFOYHOMN rMNepTeH3NEN, HAXOAAT, YTO UM CTAHOBUTCA HE MO CU/IaM TOT aKTUBHbIN 06pas
KU3HM, K KOTOPOMY OHW npuBbIKAW. CnegyeT onpeaenvTb NpUOpUTETbI B BOMpOCax, Tpebytowmx 6bicTporo
peleHns, a TaKKe B fie1ax, KOTopble MOTYT MOA0MKAaTb. ITO MOMOMKET CKOHLLEHTPUPOBATLCA Ha BaKHbIX Aenax.
Llen p[o/mKHbI 6bITb  PEANIMCTUYHBIMKU 1A BbINOJHEHUA, a Bpemsa A8 WX pPelleHus - AOCTAaTOYHbIM.
3abnaroBpemeHHOE MJIAHWPOBaHME NOE3A0K M AOCTaTOYHOE Bpemsi MO3BOJIAT HE TOPOMMUTLCA U He ycyrybnaTtb
cumntombl JIT. BONBLWKWHCTBY MALMEHTOB CO BPeMeHeM NPUXOAUTCA OCTAaBUTb PaHee BbIMOJHAeMYyto paboTy u
WCKaTb HOBYIO, Bosiee Nerkylto.

B HacToAllee BpemMAa He YCTaHOBNEHO, KaK BAUAIOT GM3UYEeCcKMe ynpaxKHEeHUA Ha MPOrHO3 Mpu Nero4yHomn
rmnepTeHsuun. He cyliectsyeT onpeaeneHHbiX Nporpamm nevyebHol GpU3KYNAbTYPbl UMEHHO ANA NaUMEHTOB C
NeroyYHoi apTepuanbHoi runepTeHsmnein. O6bem AoNycTUMbIX 6e3onacHbiX GU3MUYECKUX Harpysok onpepgensercs
nocne BCeCTOPOHHero obcneaoBaHMA B 3KcnepTHOM LeHTpe JIAT Bpayom-Kapanonorom-cneumannctom no NAr.
CopeBHOBaTe/IbHble BUAbI CMOPTa, NOABEM TAMKECTel HexenatenbHbl ANnA nauneHTos c JIAT. B 60/blIMHCTBE
cnyyaeB ob6bem A0MNYCTUMOW GU3NYECKOW Harpysku onpeaenaetca cMMNToMamu 3aboneBaHusa. Kpome Toro,
obcykaeHne @U3NYECKMX Harpy3oK BO3MOXHO TOMbKO Y MNaLMEHTOB, HaxoAAWMXCA Ha ONTUMaNbHOMN
cneunduyeckoit TepanuU aHrUMNEepPTeH3UBHbIMKM npenapaTamu Ansa nedenus JIAT nNpu OTCYTCTBUM TaKMUX
CMMMTOMOB, KaK TO/I0BOKPY}KEHMUA/NOTepn CO3HaHUA, HapylleHUs PUTMa, KPOBOXapKaHbe, OTEKM HUMKHUX
KOHEeYHOoCTeMN.

HEO6XO,£1,VIMO cneaposatb cnegyrowmm  npasuiam, yTobbl HEe HaHecTu Bpea: 3aHATUE ¢M3MH€CKMMM
ynpaxHeHnAammn H606XO,CI,MMO OCTAaHOBUTb MNMpn NoABNEHUN TaKUX NMPU3HAKOB, KakK 06LLI,aF| CnaGOCTb, YCTanocCTb,
owyueHne coasanMBaHuA B prAHOf/‘I KNeTKke, y4yaleHHOoro Cepp,LI,E6VIEHVIFI, rO/I0BOKpPYXEeHNA Unn ‘-Ipe3MepHOVI
oAblWKN. Mexay ynpaxXHeHnAMU MCI'IOJ'Ib3VVITE AOCTaTO4HOE BpemA AOs1A4 BOCCTAaHOBJ/IEHUA. MN3beraiite
¢M3MH€CKOI71 dKTUBHOCTU Ha yanue npu HMU3KOM UK BbICOKOM Temnepartype, BbICOKOM B/IAXKHOCTU.

MaumeHTam c NeroyHom apTepmaanoﬁ I'MI'IepTEH3MGl71 HeXXenaTtesibHbl I'Ip66bIBaHMe B CayHe U Apyrmne sunabl
rmaportepannin, a TakxXe maccaxk u ¢M3MOTepaI'IeBTMLIECKMe BO3AEVICTBMF|.

MauMeHTam C NEerovyHoW apTepuanbHOM TUMNepTeH3nen HexenateNbHO npebbiBaHME B YCNOBMUAX
BblcOKOropbs (6onee 2000 m Hag, ypOBHEM MOPA) UM 3aHATUA AAUBUHIOM.

HenatenbHo, UTobbI YNeHbl cembu 1 6aM3KME APY3bA 6blIM MHPOPMUPOBaHLI Bamu 06 umetowwemcna y Bac
3aboneBaHMu. Moagep:kka 61M3KUX KaK B BbITOBOM, TaK U MCUMXOOTMYECKOM OTHOLUIEHUN MOMKET CYLLECTBEHHO
06/1erYnTb eXeQHEBHYI0 Harpysky M 3moumoHanbHoe bpemsa. ObpalieHue 3a MOMOLWbLI K MeAULMHCKOMY
NCMX0/0ry, aKTUBHOE y4yacTue B rpynnax NogaepKKvM nauneHToB MOTyT MOAOMKMTENbHO MNOBAUATbL Ha MPUHATHE
Bamu 3aboneBaHMA, afanTaumio K HeonpeaeneHHOCTU, CBA3AHHOM C CEePbe3HbIM XPOHMUYECKUM YrpOXKatowmm
U3HM 3a601eBaHNEM, N KOHCTPYKTUBHYIO COBMECTHYIO PaboTy C eYallMm Bpayom.



MauMeHTKam C JIerOYHOW apTepuasibHOM TUMNepTeH3nel NpPoTMBOMNOKasaHa OepemeHHOCTb, Y4YMTbIiBas
BbICOKMI PUCK MaTEPUHCKOM NeTasIbHOCTU KaK BO Bpems BepeMeHHOCTH, TaK U B NOCAepoa0BOM nepuoae. [axke
B C/ly4ae YCMNEWHOro poaopaspelleHns TevyeHUe JIerOYHOM apTEePUANIbHOM TUNEPTEH3UM  CYLLECTBEHHO
yXyALaeTca nocne poaopaspelieHmsa. bepemeHHaa nauneHTKa ¢ IEroYHOM apTepuaibHON rMNepTeH3NEN AOMKHA
6bITb NPOKOHCY/IbTUPOBAHA BPAYOM-KapamMonorom-cneymannctom no JIAI skcnepTHOro NePUHATANbHOIO LEHTPA
KaK MOXHO ObICTpee C MOMEHTA BbIABAEHMA BepeMeHHOCTM A1a onpegeneHns TakTUKK BegeHua. CnegyeT UMeTb
B BMAY, YTO OO/bLIMHCTBO NpenapaToB crneundrnyeckon Tepanum cnocobHbl Bbi3biBaTb YPOACTBA M aHOMaAUMU
pa3BuTMA y naoga. Tem He meHee, obbem crneumdUYeckon Tepanum aHrMNepPTEH3UBHbIMK NpenapaTamm ans
neyeHuna JIAT Bo Bpema BepeMeHHOCTM A0/IKEH ONpesenaATbCA TAXKECTblo 3a60/1eBaHNA U PUCKOM SIETA/IbHOCTM.
MocKonbKy rpyaHOe BCKapmMBaHWe ABAAeTca 60MbLION Harpy3Koi, TO pEKOMEHAYETCA NOAABAEHME NAKTALUMM Y
nauneHToK c JIAT.

Ecnv 3annaHMpoBaHO onepaTMBHOE BMeELLIATe/IbCTBO, HeOobxoAMMa KOHCy/bTaumsa Bpada-Kapaumosora-
cneumanucta no JIAI B 3KCNepTHOM LieHTpe. BaXKHO MOHMMATb, YTO pelleHne O LLenecoobpasHOCTH, CPOKax,
meToaax o6e360/MBaHMA  [AO/MKHO NPUHMMATBCA KOMaHAOM CNeuuvanucToB, KOTOpaA BKJAOYaeT Bpava-
Kap4Mosiora, Bpayva-peaHMmaToNora-aHecTe3nMosiora WM HernocpeACTBEHHO OMepupylowero Bpaya-xupypra.
MpepnoyteHne OTAAETCA PEermoHapHon, a He obLel aHecTesnn. Mo BO3MOXKHOCTM nauuneHTbl ¢ JIAT AOAXKHbI
HaNPaBAATLCA ANA BbINOJHEHWUA NJ1AHOBbIX ONEepPaTUBHbIX BMELLATe/IbCTB B KPYMHbIE 3KCNepTHble ueHTpb! JIT.

MaunenTbl ¢ JIAT 4yBCTBUTE/IbHbI K BOSHUKHOBEHUIO MHEBMOHWN, KOTOPaA MOXKET CTaTb I'IpM‘-IMHOﬁ cmepTu.
PeKOMeHAyeTCH nposoaunTb BakKUWMHaAUUIKO MPOTUB BUPYCa rpunna U NMHEBMOKOKKaA. UckntoueHnem MoryT 6bITb
nayneHTbl C CUCTEMHbIMU 3abonesaHnAMM COE,CI,I/IHI/ITEI'IbHOﬁ TKAaHU U BMq-MH¢EKuMEﬁ, peweHne o BakunmHaumn 'y
KOTOPbIX  OO0/KHO NPUHMMATbCA C YYETOM  aKTUBHOCTU OCHOBHOM  NATONOMMM pesmartonorammn  mu
MHd)eKLI,VIOHVICTaMVI.

Mpw /T HET KaKMX-TMBO CneunanbHbIX AUET UK NPOLYKTOB, KOTOPbIe MOTYT ycyrybuTb 60ne3Hb.

Mpu nosiBNeHUN oTeKoB y naumeHToB C JIAT cnepyeT orpaHuuMTb ynoTpebsieHWe NOBAapeHHOM CoMu U
KO/IMYECTBO BbINMBAEMOMN XMAKOCTWU. [OBapeHHas CO/ib COAEPXKUT HaTPUMK, KOTOpbIA peryaupyet 6anaHc
KUOKOCTM B opraHusme. Korga cogeprkaHuve MUOKOCTM B TKAHAX YBE/MYMBAETCA, OB6beM KPOBM TaKKe
YBE/IMYMBAETCA, YTO COMPOBOMKAAETCA YBENMYEHMEM HarpyskM Ha cepaue. JonycTmblli 06bem BbINMMBAEMOM
KUOKOCTU ONpeaenserca UHANMBUAYAIbHO JIeYalym AOKTOPOM, HO Yallle BCEro He A0/KeH npeBbiwaTtb 6onee 2
JTPOB 33 CYTKM.

Ana HOpMaan3aumm BOgHOIo 6anaHca MOTyT NOMOYb cneayrouime CoOBeEThbI:

Cne,u,yeT N3MEPATb KOZIMYECTBO BbINMBaeMown KNOKOCTU B TeYeHUne CyToK, no KpaﬁHeﬁ mepe B Te4YeHune
nepBbIX HECKOJIbKUX Heaesnb. [1Ba nnTpa XUAKOCTU PAaBHAOTCA B cpeHeM 8 yawkam. Cyrlbl, MOpPOXeHOoe, Xene
TaKXe AO0J/IXKHbI 6bITb MOCUYMTaHbI KakK *KUAOKOCTU. YBennyeHue Beca - OgMH U3 nepBbiX MPU3HAKOB 3a4epPXXKn
KNOKOCTW. HeO6XOAMMO B3BELUMBATLCA eXXeJHeBHO YyTPOM HaTOLWaK M 3anucbiBaTb Bec. [pun an6aBKe Beca Ha 2
n 6onee Kr3a HeAeNto NPU NpexXHem pexXmme nnMtaHunAa HEO6XOAMMO yBEOAOMUTD 06 3TOM CBOEro Bpaya.

Mpu nosBAEHUN NAM BO306HOBNEHWUM FONOBOKPYHKEHMA WM NOTEPb CO3HAHUA NPU PUSUYECKUX HarpysKax,
KPOBOXapKaHbs, BO3HWMKHOBEHUW MNPUCTYNoB cepguebueHns cneayer HesamegauTeNbHO COOBWMUTL 06 3TOM
Neyalemy Bpady.

MoapobHo Ha Bce BOMPOCHI, CBA3aHHbIE C AMArHO30M 'fNeroyHan runepteHsusa", obpasom KU3HU W“
NeyeHnem, MoXKeT OTBETUTb BPay - CNeLMaancT No Nero4HoN rmnepTeH3nnu.

B HacToAwWwee BpemsA HeT fiekapcTea, n3neumsatowero Jr. OpgHako CyLlLecCTBylOT CI'IELI,Md)W-IECKMe npenaparsbl,
CO34aHHble CneunasbHO ANnAa NnauneHToB C JleroyHom apTepmaanoVI I'VII'IEpTEH3VIEV1. Pel'y}'IFlprlﬁ npuem gaHHbIX
npenapatos NpMBOAUT K CHUXKEHUIO 1IerO4YHOIro COCyamnucTtoro conpoTtmeieHnAa n ynydyweHmo HanoiHeEHNA KPOBbIO
NneBbiX Kamep cepgua, 4YTO CONpoBOXAAeTCA YMEHbLWeHMem OAbIlKKNn Uu yBeandyeHnem nepeHoCMMoCTuU
¢M3M‘-I€CKMX HarpysokK. Bpauy, HB}'IHK)LIJ,MﬁCH cneunanmnctom no JIr, nop,6v1paeT aleKBaTHOE COCTOAHUIO NauUUneHTa
NnedyeHune. Bce naymeHTbl ¢ /Il pasHble, NoaTOMy nop,6op Tepannun ocywecTtsnAaeTca MHANBMAYaabHO.



MaumeHTy € ycTaHOB/IEHHbIM AMarHo3om JII nokasaHo TwartesbHoe ambynatopHoe HabaoaeHune. YactoTa
BM3WUTOB 3aBMCUT OT MCXOLHOIO COCTOSIHMA MAUMEHTA M MOXKET BapbMpoBaTb OT 1 mMecAua C MOMEHTa CTapTa
cneundmyeckon Tepanmm o 3 - 6 mecaues. TpebyeTca peryaapHbiiA NpUem IeKapCTBEHHbIX NPenapaTos CTPOro B
COOTBETCTBUM C PEXMMOM NleveHma. B ciyyae npuema ANYPETUKOB - eXXeLHEBHbIN KOHTPO/b Beca U auypesa,
BapdapuHa** - MHO exemecayHo, npu npueme 6o03eHTaHa**, ambpuseHTaHa** - exemMecCAUYHbIN KOHTPO/b
NeYeHOYHbIX TECTOB M KOHTPO/Ib YPOBHA reMorno6umHa Yyepes 3 mecsl,a C MOMEHTA Hayaa Tepanuu.

JNleroyHan apTepuasnibHas rMnNepTeHsua He AB/AETCA NPOTMBOMOKasaHMeM gas aBuanepenetoB. OfAHaKo
nauMeHTam C HU3KOW caTypauuel no Kucaopody B mnokoe (nysnbcokcumeTpua 90% u meHee) uenecoobpasHo
MHPOPMMPOBATL aBMAKOMMAHUIO O BO3MOMKHOMW MNOTPEOHOCTM B KUC/AIOPOAHOM MNOAAEP)KKE BO Bpems
aBuanepenerta.

Bcem maumeHTam, cosepLialoWUM aBuanepeneTbl B ApYyrMe CTpaHbl, BaXKHO PeKOMeHAOBaTb UMeTb npwu
cebe MmeaULMHCKME OOKYMEHTbI O AMArHO3e, MECTOHAXOXAEeHUN BanKanwero mectHoro ueHTpa JIT, KOHTaKTHOM
MHbOPMaLMK C HUM.

MpunoxeHue I

KoHcynbTaHTlAOC: NpumeyaHue.
Hymepauma Tabanuy, AaHa B COOTBETCTBMU C 0DULMANBHBIM TEKCTOM AOKYMEHTA.

Tabnuua 9. PUcK cTpatMdmKaumm NnaumeHToB C 1IeFOYHON apTepuanbHOW runepteHsunei (aganTMpoBaHo
u3 Galie N, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension) [6]

JeTepMnHaHTbLI NPOrHo3a HusKnn puck YMepeHHbIN puUck BblicoKnit puck
(neTanbHoCTb B TeueHue 1 roga) <5% 5-10% >10%
KnnHunyeckme npusHaku OTcyTCcTBYIOT OtcyTcTByIOT MpucytcTytOT
npaBoOXeny04KoBOW

cepaed HOM HeAOoCTaTO4YHOCTH

MporpeccMpoBaHue cumntomos Het MegneHHoe BbicTpoe
CuHKon Het Penkune cMHKONMbI MoBTOpHblE
CUHKOMbI

dyHKUMOHanbHbIM Knacc (BO3) |, 1 1 v

TWX >440 m 165-440 m <165m

dprocnupomeTtpus Mukosoe VO, > 15 Mukosoe VO, 11 - 15 Mukosoe VO, < 11
M/ MUH/Kr MA/MUH/ KT MA/MUH/ KT
(>65% ot (35-65% ot (<35% ot
NPOrHo3npyemoro), MnporHo3Mpyemoro), NpPorHo3npyemoro)
VE/VCO, VE/VCO, skBusaneHt VE/VCO,

3KBUBANEHT < 36 36-44,9 3KBUBaANEHT >= 45



YpoBeHb N-TepMUHaNBHOTO BNP < 50 Hr/n. BNP 50 - 300 Hr/n. BNP > 300 Hr/n.

¢dparmeHTa MO3roBoro
HaTPUIYpPETUYECKOrO NT-proBNP < 300 NT-proBNP 300 - 1400 NT-proBNP > 1400

nponentuaa (NT-proBNP) Hr/n Hr/n HE/ N

Busyanusnpytowme metoabl MNnowaap MM <18 Maowaab MM 18 - 26 Mnowaaw MM > 26

2 2 2

(axokapanorpadpusa, MPT cme. cme. cme.
cepaua U MarmcTpasbHbIX
cocyaos) MepukapguanbHbin  [epuKapAnanbHOro MNMepukapgmanbHbl
BbIMNOT OTCYTCTBYEeT  BbINOTa HET Uun " BbINOT
MUHUMAbHbIN
FemogmMHamunKka AMMN<8mmpt.ct.  AMNN8-14 mm pt.ct.  AMNM > 14 mm pT.
CT.

CU >=2,5 n/mnu/m2. CU 2,0 - 2,4 n/mun/m2.  CU < 2,0 n/mnn/m2.

SvO; > 65% SvO; 60 - 65% Sv0; < 60%

Mpumeyanue: TLX - TecT ¢ 6-mMHYTHOM Xoab601; CU - cepaeyHbint MHaekc; MPT cepaua v marucTpasnbHbIxX
COCYAOB - MArHUTHO-pe30HaHCHaa Tomorpadusa cepgua M MarucTpanbHbix cocygoB; NT-proBNP - N-
TEPMMHaNbHbIA GparmeHT MO3roBOro HaTpulypeTudeckoro nponentuga; MM - npasoe npeacepaue; AMNM -
faBneHve B NpaBom npeacepguu; SvO, - caTypaums KMCIOPOAOM CMeLlaHHOM BeHo3HoM Kposu; VE/VCO, -
BEHTUNATOPHbBIN 3KBMBaneHT no CO;; VO, - noTpebaeHune kucnopoga.
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