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JlokazaTenbHas MeIUIMHA — HaAJEXKallee, IOCIENOBAaTEIbHOE U OCMBICICHHOE
UCTIOJIb30BAHUE  COBPEMEHHBIX  HAWJIYYIIUX  JIOKA3aTeNbCTB  (PE3yJIbTaTOB  KIMHUYECKHX
UCCIIeIOBAHMI) B IPOLIECCE MPUHSTHS PEIICHUN O COCTOSIHUH 3I0POBbS U JICUCHUH narueHTa [1].

3aboneBaHne — BO3HUKAIOLIEE B CBS3M C BO3JCHCTBHEM IAaTOTCHHBIX (PAKTOPOB HapyIIECHUE
JESTENIbBHOCTH OpraHu3Ma, paboToCIOCOOHOCTH, CIIOCOOHOCTH aanTUPOBATHCS K W3MEHSIOIIUMCS
YCIOBHAM BHEUIHEW M BHYTPEHHEW cpelbl TpU OJHOBPEMEHHOM HM3MEHEHHH 3alllUTHO-
KOMITEHCATOPHBIX U 3aIUTHO-ITPUCIIOCOOUTENLHBIX peaKIMii 1 MEXaHU3MOB opranusma [2].

WHcTpyMeHTanbHasi AUArHOCTHKA — JMArHOCTHKA C HCIOJB30BAHHUEM JUIA OOCIEIOBAHHUS
NanueHTa pa3IuyHbIX TPUOOPOB, anmnapaToB U HHCTPYMEHTOB.

HUcxon — mo00M BO3MOXKHBIN pe3ysbTaT, BO3HUKAIOUIUNA OT BO3JCUCTBUS MNPUUYUHHOIO
dakropa, NPOPUIAKTUYECKOTO WM TEpPANEeBTUUYECKOIO BMEIIATENbCTBA, BCE YCTAHOBJICHHBIE
U3MEHEHHSI COCTOSHHS 3/I0POBBsI, BOSHUKAIOIINE KaK CIICJCTBUE BMEIIATeIbCcTBa [3].

Knunuyeckoe uccnenoBanue — m000e Hccae0BaHUE, MTPOBOAMMOE C Y4acTHEM YelIOBeKa B
Ka4yecTBe CyObeKTa ISl BBISIBIICHUS HITU TIOATBEPIKICHNS KIIMHUYECKUX W/MIH (hapMaKoIOTUIECKUX
3¢ dexToB uccneayeMbIX NpOAYKTOB /WU BBISBICHUS HEXEJIaTeIbHBIX PEAKIMI Ha UCCIIeyeMble
IPOJYKTHI, W/WIA U3YYCHHUS X BCACBHIBAHMSI, pacpeeeHns, MeTaboJIn3Ma 1 BHIBEACHUS C LEIIBI0
OLICHUTh UX Oe3zomacHocTh W/ 3¢pdexTuBHOCTS. TepMuHBl "KIMHHYECKOE HCHbITaHHE" U
"KIIMHUYECKOE HCClieIoBanue" SIBISIOTCS CHHOHUMaMU [4].

Kouaukr uTepecoB — cuTyanus, Ipu KOTOPOH y MEIUIMHCKOTO WK (hapMarieBTHUECKOTO
paboTHHKA TpPU OCYIIECTBICHHH HMH TNPO(HECCHOHAIBLHOW AEATEIbHOCTH BO3HHMKAET JIMYHAS
3aMHTEPECOBAHHOCTh B MOJYUYEHUHU JIMYHO JHOO 4epe3 MpeACTaBUTENs] KOMIIAHUU MaTepuanbHON
BBITOJIBI WJIM WHOTO TPEHMYIIECTBA, KOTOPOE BIHSIECT HJIM MOKET MOBIHUATh Ha HaJJIeKaliee
UCIIOJTHEHHE UMHU MPO(EeCCHOHANBHBIX OOS3aHHOCTEH BCIEACTBUE MPOTUBOPEUUS MEXKIY JTHUYHOMN
3aMHTEPECOBAHHOCTHI0 MEAMIMHCKOTO pabOTHHKA WM (apMalleBTUYECKOrOo pabOTHUKA U
HUHTEpecaMu maruenTa [2].

JlabopaTtopHasi TWMarHOCTUKa — COBOKYIHOCTh METOJOB, HAaNpaBJICHHBIX Ha aHAJIH3
UCCIIEIyeMOT0 MaTepraa ¢ IMOMOLIbI0 Pa3IMYHOIO CIELUAIU3UPOBAHHOTO 000PY/JOBAHUSI.

JleroyHass THIEpPTEH3UsS — NATOPU3UOIOTHUECKOE COCTOSHUE, Ui KOTOPOTO XapaKTEpHO
MOBBIIIEHUE JABJICHUS B JISTOUHOW apTepUH, aCCOLIMMPOBAHHOE C PA3BUTHUEM IMPABOXKENTYI0UYKOBON
Cep/IeUHOMN HEAOCTATOYHOCTHU U MPEKACBPEMEHHOM TMOEBIO AIMEHTOB.

JlekapcTBeHHbIE Mpenaparbl — JEKapCTBEHHbIE CPEJCTBA B BHUJE JIEKApPCTBEHHBIX (HOpM,
NpUMEHSIeMbIe U TPOQHIAKTUKH, TUATHOCTHKH, JEYCHHsS 3a00JeBaHWs, peaOWIHMTaIlliH, s
COXpaHEHWUsI, IPEIOTBPALICHUS WIN TIPEphIBaHKsI OepeMeHHOCTH [5].

MenuuuHcKkii pabOTHUK — (U3UYECKOe JIMLO, KOTOPOE HMMEET MEIUIMHCKOE WM HHOE
oOpa3oBaHue, paboTaeT B MEAUIIMHCKON OpraHu3aliy U B TPYJAOBbIE (JOKHOCTHBIE) 00S3aHHOCTH
KOTOPOT'O BXOJUT OCYILECTBIEHHME MEIULIMHCKON EATENIbHOCTH, 00 (PU3NUECKOe JHII0, KOTOpOoe
SBISICTCS ~ WHAWBUIYAIBHBIM  TPEINPUHUMATENEM,  HEMOCPEICTBEHHO  OCYHIECTBIISIOUINM
MEIUIIUHCKYIO JCSITEIbHOCTD [2].

MenuimHCKOe BMENIATeNhCTBO — BBHITMIONHAEMBIE MEIUIIMHCKAM pAaO0OTHHUKOM W HWHBIM
pabOTHUKOM, UMEIOIIMM MIPABO Ha OCYIIECTBICHNE MEIUIIUHCKON AEATEIbHOCTH, IO OTHOILIEHHIO K
MaIMeHTy, 3aTparuBaroine (U3UYECKOe WM TICHXHYECKOE COCTOSHHE 4YeJIOBEeKa M HMEIOIINE
npopHIAKTHYECKYIO, THarHOCTUYECKYIO, JIeYeOHYI0, PeaOMIINTAIIMOHHYIO WIIK UCCIIE0BATENbCKYIO
HAMpaBJICHHOCTh BHUJIBI METUIIMHCKUX OOCICIOBAHUN /MM MEIUIIMHCKIX MaHUIYIISINAN, a TaKKe
HCKYCCTBEHHOE ITpephIBaHne OepeMeHHOCTH [2].

Momudukamnust o0paza XU3HU — MEPONPHUSATHS, HANPaBICHHbIC Ha HOPMAaJIHM3AIMI0 Beca H
XapakTepa MUTaHUs, IBUTAaTeIbHOW aKTUBHOCTH, IIETbI0 KOTOPBIX SIBJISIETCS CHUXKEHHE CepIeUHO-
COCYIIUCTOTO PUCKA.

[TaneHT — Qu3MUecKoe JUI0, KOTOPOMY OKa3bIBAETCS MEIUIIMHCKAs MOMOIIb MU KOTOpOe
00paTUIIOCh 332 OKa3aHUEM MEIUITMHCKON IMOMOIIN HE3aBHCHMO OT HAIWYHSI y HETO 3a00JIeBaHUs U
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OT ero coctostus [2].

[MocnenoBarenbHass ~ komOmHupoBaHHass  JIAIT  cnemmduueckas  tepamus —  3TO
HIOCJICIOBATEIbHOE HAa3HAYCHUE JBYX M 00Jee pa3HbIX KIACCOB CIEHH(DUYECKUX MpernapaToB s
JICUCHHMSI JICTOYHOU TUIIepTeH3uu [6].

PaGouas rpymma 1o pa3paboTKe/aKkTyalnu3aluyd KIMHUYCCKMX pPEKOMEHIAIMiA — 3TO
KOJUICKTHB  CIEIMAIMCTOB,  pabOTalomMX  COBMECTHO M COIJIACOBAaHHO B IEJIAX
pa3pabOTKU/aKTyaIu3ali KIMHUYSCKUX PEKOMEHIAINN, U HECYIIUX OOIIYI0 OTBETCTBEHHOCTH 32
pe3yJbTaThl JAHHOM PabOTHI.

CHUHAPOM — YCTOMYHUBAST COBOKYITHOCTh Psifia CHMIITOMOB C €TUHBIM ITaToreHe3oM [7].

CocrosiHMEe — U3MEHEHUsI OpraHu3Ma, BO3HUKAIOIIAE B CBS3H C BO3JCHCTBHEM ITaTOTCHHBIX
u/vii GU3UOJIOTHUYECKUX (PAaKTOPOB U TPEOYIOIINE OKa3aHUsI METUIIMHCKOM momoriu [2].

CraproBas komOmHupoBaHHass JIAI' crnenmdpuveckas Tepanmuss — 35TO OJHOBPEMEHHOE
Ha3HAYCHHUE JIBYX M 00Jiee pa3HbIX KJIACCOB CICIU(PHUSCKUX MPEIapaToB i JICUCHHS JICTOYHON
runeprensuu [6].

Tesuc-pekoMeH AU — MOJIOKEHHE, OTPAXKAIOIIEee MOPAAOK W MPABHILHOCTH BBITOJHCHHS
TOTO WJIM WHOTO MEIUIIMHCKOTO BMEIIATEILCTBA, WUMCIOIIETO JIOKa3aHHYK J(PQPEKTHBHOCTh U
0€30MacHOCTb.

YpoBeHb noctoBepHOCTH Joka3aTenbcTB (Y/IJl) — creneHb YBEpEHHOCTH B TOM, 4YTO
HaiIeHHbIN ) (HEKT OT IPUMEHEHUST MEIUITUHCKOTO BMEIIATEIbCTBA SABISCTCS HCTHHHBIM [8].

YpoBenb yoenurenbHocTH pekoMmenaanui (YYP) — cTerneHb yBepeHHOCTH B JJOCTOBEPHOCTH
s¢deKTa BMEIIATSILCTBA U B TOM, YTO CJICJAOBAHHEC PEKOMCHJIAIMSIM MPUHECET OOJbIIE MOJIb3bI,
YeM Bpeia B KOHKPETHOM cuTyarmu [8].

Ilenb MeAMKAMEHTO3HOM Tepanmuu — CTAaOMIbHOE JOCTHIXKCHHE 30HBI HH3KOTO pHCKa
neraigpHOCcTH [9, 10].

1. KpaTtkas uHcpopmauus

1.1. OnpepeneHne 3aboneBaHUsA uUNM COCTosAHMA (rpynnbl 3aboneBaHUn unu
COCTOSIHMWN)

Jlerounas runeprensus (JII')) — remoanHamMuyeckoe M MaTO(PU3MOIOTUYECKOE COCTOSHUE,
KOTOpPO€ XapaKTepHU3yeTcs MOBBIIIEHUEM CPEAHEro AaBiieHus B jerouHoil aprepuu (IJIA) >= 25
MM PT. CT. B TOKOE, U3MEPEHHOTO TIPU YpE3BEHO3HON KaTeTepu3anuu cepama [6].

HopMmanbHble 3HaueHMs! 1aBJIeHUs B JIETOYHOU apTepuu B okoe — cpennee JJIA <= 20 MM pr.
ct. [12].

JlaBneHue 3akiIMHUBaHU JeroyHoil aprepun ([3JIA) KOCBEHHO OTpa)kaeT JaBJIeHUE B JIEBOM
IIPEeACEpAUN U KOHEYHO-INACTOJIMYECKOE JaBJICHUE B JIEBOM JKEIIy0UYKE.

Jlerounoe cocynucroe compotuBneHue (JICC) — mokaszarenb, OTpaKaloIUi TSKECTh
NOpaXEHHUsI  apTepHalibHOrO pycna Majoro kpyra KposooOpamenus (MKK), xoTopsiit
paccuutbiBaercss o Qopmyne: (cpennee JJIA — JI3JIA)/cepneunslii BHIOpOC W U3MEpsieTCs B
enuaunax Byma [13].

[IpexanwnspHas JierouyHas rMnepTeH3ns — remoauHamuueckuii Bapuant JII', mist kotoporo
xapakrepHo cpennee JJJIA >= 25 mm pr. ct., A3JIA <= 15 MM pr. cT. n yBenmuenue JICC >= 3 en.
Byna [6].

[TocTkanmisipHas Jero4Hasl THIEPTEH3Us — reMoAuHaMuyecknii Bapuant JII', mpu koTopom
cpeanee JIJIA >= 25 mm pt. ct. u JI3JIA> 15 MM pr. cT. [6].

1.2. Jtmonorma w natoreHe3 3aboneBaHUMsA UNU COCTOSIHMA (rpynnbl
3aboneBaHUM UNU COCTOAHUN)
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I'pynna 1. B ocHoBe pasutus JIAI' nexar CTpyKTypHbIE U3MEHEHUSl apTEepUi U apTepuol
MKK, koToppie TMpOSBISIOTCS THIEPIUIAa3WeH HWHTUMBI, TUIEPTpodHer U THUMepIUIa3hen
[JIAJKOMBIIICYHBIX ~ KJIETOK CpeAHed O00OJIOYKM COCYIOB, YTOJNIICHHEM aJBEHTHLHU C
dbopMUpOBaHHEM TEPUBACKYJISAPHBIX BOCHAIUTEIbHBIX HWHOUIBTPATOB, a Ha Ooiee MO3JAHUX
craguax — GpuOpo3HbIMU M3MeHeHUsIMU [35]. YcToHuMBEINA K anonTo3y (eHOTHIT SHAOTEITHATBHBIX
KJIeTOK, xapaktepHblid ans JIAI', cmocoOCTByeT BO3HMKHOBEHHUIO IJIEKCOI'€HHOM apTepuUONaThu,
NPUBOAALICH K CyOTOTaIbHON oOnuTepanuu npocseta cocyaa, yBenuuenuto JICC u, B KOHEYHOM
UTOre, TEMOJIMHAMUYECKONW Harpy3ke Ha MpaBblil skenygoudek. DopMHpoOBaHUE OHKOMOAOOHOTO,
nposiipepaTuBHOrO  (peHOTUIIa KIETOK COCYAMCTOW CTEHKH CBS3BIBAIOT C  HApYILICHHEM
MUTOXOHJIPHAJILHOTO JIbIXaHUS W YCUJICHHEM SHEPreTHYecKod 3aBHUCHUMOCTH OT a’poOHOro
[JIMKOJIN3a, YTO MPHUBOAUT K MATOJIOTHYECKOH akTHBamMu (GakTopoB TpaHckpumuuu [36]. Bropas
runore3a pasutus JIAIL, mosyuuBiIas Ha3BaHWE 'JereHepaTUBHOW'", CBSI3aHA C MOBPEXKIACHUEM
SH/IOTENNS, HApYILIEHUEM IPOLECCOB pPENapaluyl U aHTMOreHe3a, MPHUBOJAIIMX K YMEHBLICHUIO
IUIOTHOCTU COCYJIOB MUKPOLMPKYJIATOPHOrO pycia. He3aBUCHMMO OT HCXOJHOro MeXaHHW3Ma
KJIIOYEBBIM 3BeHOM B maroreHe3e JIIT mo-mpexHeMy ocTaercs SHAOTeNHalbHAs AUCHYHKIHS CO
CHI)KEHHMEM CHHTE3a OCHOBHBIX Ba3oquiIatupyromux (MoHookcuaa azota (NO), mpocTalukinHa) u
TUIEPIPOIYKIMEN BA30KOHCTPUKTOPHBIX CyOCTaHIMM (3HA0TENNH-]1, TpoMOOKcaH A2, CEpOTOHHUH),
dbopMupoBaHHEM MPOTPOMOOTHUYECKHX YCIOBHM; pa3BUTUEM BOCHAIUTENBHBIX pEaKkUuid B
COCYAMCTOM CTEHKE KaK 3a CUET yTPAThl FHIOTEINEM aHTHAIT€3UNOHHBIX CBOMCTB, TAK U BCIIEJCTBUE
HapylIEHUH BPOXJIECHHOIO U aJaNTUBHOIO MMMyHHUTETa. DYHKIMOHAIBHOE COCTOSIHHE MPaBOro
KEIYI0YKa — OCHOBHOW JTUMUTHPYIOMIHHA (BaKTOp, ONMPEACISIOmUN mporao3 manueHToB ¢ JII' u
HANPSIMYIO 3aBUCSIIUN OT cTeneHu GpuOpo3Hbix n3mMeHenuit cocynoB MKK u muokapza.

BosuuknoBenue JIAI' omocpenyercs B3aMMOAEHCTBUEM TI'E€HETHYECKHX, AIMUTCHETHYECKUX
dakTopoB U (pakTOpoB OKpyKaromeil cpenbl. [lokazaHo, 4TO y malMeHTOB ¢ ceMmeiiHol (opmoit
JIAT myrammm B rene BMPR2, oTHocsmeMcss K CEMEUCTBY TpaHC(HOPMHUPYIOMIETO POCTOBOTO
dakTopa M peryiupyoiieM Mpolecchl KIETOUHON mponudepanuu, BeIBISIOTCS B 75% ciydaes,
TOrJa Kak y MaleHTOB CO CHOpaJAuYecKUMHU BapuaHTtaMu uauonatuueckoi JIAIT — toapko B 25%
ciydaeB [37]. Kpome Toro, y manuentoB ¢ JIAI, uMeromux aHamMHe3, B TOM YHCJIE€ U CEMEHHBIH,
reMOpPparuyecKiX TEeJICaHTHOAKTa3ul, BBISBISIIOTCS MYTalldd T€HOB, KOJUPYIOUIMX AaKTHUBUH-
peLenTop-noioOHy0 KHHa3y-1, SHIOITIMH U OeNnKu ceMelcTBa TPaHC(HOPMUPYIOIIET0 POCTOBOIO
daktopa (BMPRI1B, SMAD?Y). IlpoBenenre MoIHOTEHOMHOTO CHUKBEHCa y TanueHToB ¢ JIAT
BBISIBUJIO JIONOJHUTEJbHbBIE, Oojiee peAKue MyTallud B TeHaxX, KOAMPYIOUIMX KaBeOoJIMH-1 u
kanueBble kaHanbel (KCNK3). Hapsny c reHernueckumu JeTepMuHaHTamMu B pasButun JIAT
AKTUBHOE y4YaCTHE€ IPHUHUMAIOT TP OCHOBHBIX JIUTCHETUYECKUX MEXAHU3MA: METUIMPOBAHUE
JHK, monudukanuu ructoHoB u MukpoPHK.

VYcraHoBneHo, uyTO B KadecTBe (axTopoB pucka pa3Butus JIAIT Moryr BbICTyHaTh
JIeKapCTBEHHbIE MpenapaTbl U TOKCUHBI, HH(OpMaIHs 0 KOTOpbIX mpeacrasieHa B [Ipunoxenun b1
(Tabn. 4) [6, 11]. Bbmarogapsi HaKOIJICHHBIM 3a IIOCICAHHE TOMAbI JaHHBIM, Ta3aTHHUO WU
MeTaM(peTaMHUHbI U3 TPYIIIBI "BEPOSTHHIX" IEPEHECEHbI B IPYIITY "ONpeieeHHbIX " TeKapCTBEHHBIX
IIpenaparoB, ¢ IPUEMOM KOTOPBIX accOIMMUpoBaHo pazButue JIAL.

I'pynma 2. 3aboneBaHus JIEBBIX Kamep CepJlla, BBI3BIBAIOIIME TMOBBIIICHUE [aBICHHUS B
JIETOYHOM apTepHH, YPE3BBIYAHO TeTeporeHHbl. OOmMii MeXaHu3M, JIEKAIU B OCHOBE JIETOYHOM
BEHO3HOM TMIIEPTEH3UHU, — MACCUBHAs Iepeaya MOBBILIEHHOIO JAaBJICHUS HAIOJHEHUS U3 JIEBBIX
KaMep cepila Ha BEHbl MaJoro Kpyra KpoBooOpaIlieHHs. Y BeIHUEHUE JIEBOTO MPEACePIUs MOKET
CIY)XHTh pPAaHHUM MapKEpOM CHCTOJHMYECKON WM AHACTOIMYECKOW AUCPYHKIHUU JIEBOTO
Kenmynouka. [ToBbIIEHHOE BEHO3HOE MaBJIICHHE B MajOM Kpyre KpoOBOOOpaIlleHUs MPUBOIUT K
MOBPEXKACHUIO DHJIOTENHUS, YTO COMPOBOXKIAETCS yBEIWYCHHEM CEKpelUd OdHAOTEeNHnHA-1,
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yMeHbllleHneM Mpoaykiuuu NO M CHMKEHHEM UYYBCTBUTEIBHOCTM K Ba3OAWJIATUPYIOLIEMY
nedcTBUi0  Hatpuitypernueckux mentuaoB  [38]. CXOACTBO  TI'MCTOJNIOTMYECKON — KapTHHBI
KOMOMHMPOBAaHHOW Ipe- M NOCTKANWULIpHOW JieroyHoi runeprensun ¢ JIAIT moguepkuBaer
OOIIHOCTh ATOI€HETHYECKUX MEXaHU3MOB UX Pa3BUTHSL.

I'pynna 3. Ba3oKOHCTpPUKIMS COCYIOB Majlor0 Kpyra KpOBOOOpallleHHMsT B OTBET Ha
TUIOKCEMHIO C MOCIEAYIOIMM pPEMOJAETUPOBAHUEM apTepHil U apTepuosl — KIIOUEBOE 3BEHO
natoreHe3a JII' mpu nmaTojgorum JErkux, YTo MOATBEPHKAACTCA HATUUYUEM KOPPEISLUOHHOM CBS3U
Mexay BenuuuHOM cpeanero JIJIA u mapuuManbHBIM - JIaBIGHHUEM KHUCIOpOAA, a TakKkKe
muddy3ronHoit  cmocobHOCTH  JierkuX Ui MoHOkcuaa yriepoxga (DLCO) [39, 40].
[TapagokcanbHblii  OoTBeT Ha rumokceMuto cocynoB MKK moxer ObITh T'€HETHYECKU
JIETEPMUHUPOBAH. Y CTAHOBJICHA CBS3b MEXy pa3Butuem JII' y mauMeHTOB ¢ NATOJIOTUEN JETKUX U
HocuTenbcTBOM LL-momumopdusma B rene SHTT mepeHocumka ceporoHumHa. Hapsgy ¢ aTum,
TUNEPIPONYKIMS dHIOTeNnHa-1, Qakropa Hekpo3a omyxonell anbda, TpaHCHOPMUPYIOIIETO
poctoBoro (Qakropa 0era, COCYAHCTOTO POCTOBOrO (hakTopa, a TakKe MOBbIIIeHHE ypoBHS C-
PEaKTUBHOIO O€JiKa MOATBEPKIal0T OOLIHOCTh NMAaTOTEHETUYECKUX MeXaHW3MoB pa3sutusd JII' mpu
IIATOJIOTUY JIETKUX U y nmauueHToB ¢ JIAI'. Crnenyer noMHuTh, uro npuunHor passutus JII'y 10-
15% mnamueHToB MOTYT OBITh HapylIeHHs [bIXaHHS BO cHe. Kak mpaBmiio, MOMOJHUTEIHHBIM
dakropom pucka pazButus JII' y ITHX NalMEHTOB CIYXUT METa0OJIUYECKUH CHHIIPOM,
MHCYJIMHOPE3UCTEHTHOCTh U aCCOLMUPOBAHHBIM ¢ HMUMM OKCHJIQTUBHBIM CTpecC, MPUBOASAIIMNA K
Pa3BUTHUIO SHAOTEIUATBLHONU JUCPYHKIIUH.

I'pynna 4. CoBpemeHHoe mnoHuManue mnaroreHeza XTOJIT BeIxoauT naneko 3a pamKu
XPOHMYECKON OOCTPYKLMH, BBI3BAHHOW He(parMeHTUPOBAaHHBIMU TpoMOOTHYECKMMHU Maccamu. U
xot4 narorene3 XTOJII" 10 kKoHIIa HE U3y4YeH, BOSHUKHOBEHHUE JAHHOTO 3a00JIEBaHNUs CBSI3bIBAIOT C
HapyLEHUEM NpoleccoB (GUOPUHOIN3A, AHTHOT'€HEe3a, paHHUM pa3BUTHEM (PUOPO3HBIX U3MEHEHUH
U BTOpHYHOM Backynonarueit. JII' mpu 3Tom 3a00eBaHIH MOXKET BO3HUKATH MPU TPOMOOTHIECKOM
nopaxeHnu MeHee 50% apTepHalIbHOTO pycia, YTO MOJYEPKHUBAET 3HAYEHUE HEHPOryMOPaIbHBIX
(bakTOpOB B e¢ pa3BUTHH U cOMmKaeT ganHoe 3adbonesanue ¢ UJIAT [31].

1.3. Anngemuonorunsa 3aboneBaHusi UM COCTOSIHMA (rpynnbl 3aboneBaHUn UnNun
COCTOSIHUWN)

JII' OoTHIOOb HE PEeAKOCTh, HANPOTUB, OHA 3aTparuBaeT okojo 1% HaceleHus, B Bo3pacrte
crapme 65 ner Bcrpedaercs y 10% mnanmentoB [17]. Tem He MeHee, 3aboieBaeMOCTh H
PACIIPpOCTPAaHCHHOCTD PA3JIMYHBIX KIMHUYCCKHUX T'PYIIIL JIT CYHICCTBCHHO PA3JIN4aCTCA.

I'pynna 1. JIAI' orHocuTcs K 4yMcay oOpQaHHBIX 3a00sieBaHUIl, MOITOMY OCHOBHYIO
UHPOPMALIMIO O €€ PACIPOCTPAHEHHOCTH M 3a00JeBAEMOCTU MPEAOCTABIAIOT HALMOHAJBHBIE U
MeXayHapoaHble peructpel. [lo nmaHHBIM (paHIy3cKOro peructpa pacnpoctpaHeHHocTh JIAT
cocraBnseT 15 ciydae, a MJIAD' — 5,9 ciydas Ha | MUJUIMOH B3pOCIIOTO HACEJIEHHU, TOI/a Kak
3aboneBaeMocTh He TipeBbimaer 2,4 u 1,0 ciaywait Ha 1 MIJIH B3pOCIOTO HAceIEHUS B TOJ,
coorBercTBeHHO [18]. Ilo manHbpIM amepukaHckoro peructpa REVEAL cpean Bcex manueHTOB ¢
JIT" I rpynimet okosio 50% mauuentoB umerotr MJIATL, nacneacreennyto JIAIT wnu JIAT, cBsizanHyro
C IIPUEMOM JIEKapCTBEHHBIX MpEnapaTroB WM TOKCHHOB. B moarpynne JIAI', accounnpoBaHHOH ¢
IpyruMH 3a00J1€BaHUsIMH, OCHOBHOW mNpuunHOM paszButus JII' sBistorcs auddys3Hble Oone3Hu
COCIMHUTENBHOW TKaHM M, B TEPBYIO oOdepenb, cuctemHas ckiepoaepmus [19]. [lo naHHBIM
Poccuiickoro HanuvoHaneHOro perucrpa aois nanueHtoB ¢ MJIADIT B crpykrype JII' I rpynmsl
cocraBmsieT 41,5%, nacnencreennas JIAIT — 0,4%, JIAT', acconuunpoBannas ¢ BIIC u C3CT, — 36%
u 19,5%, coorBercTBeHHO; mopromyiasMoHanbHas JII' — 1,9%, BUY-accomuupoBannas JIAL —
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0,4%, JIAT', vanynupoBaHHas IPUEMOM JICKApCTBEHHBIX NpenaparoB U TokcuHos, — 0,4% [20].

NJIAT TpanmuiMOHHO OMHMCHIBACTCS KaK 3a00JIeBaHUE MOJIO/IBIX JKEHIIMH 0€3 COIMyTCTBYIOMIEH
natojgoruu. OO0 ASTOM CBHUACTEIBCTBYIOT JAaHHBIE HCTOPUYECKOrO peructpa HammoHaibHOTO
uHctutyta 310poBbsi CIIIA (National Institutes of Health, NIH), B koTropoMm cpemnmii Bo3pacT
manuedToB ¢ MJIAI' Ha MOMEHT MMOCTAaHOBKM OHMAarHo3a COCTaBII 35 +/- 15 51eT, a COOTHOIIEHUE
KCHIMMH W MyXuuH Obuio 1,7:1 [21]. Ananorwunble aaHHBIE TNpejacTaBieHbl B Poccuiickom
HAIIMOHAJILHOM PErucTpe, B KOTOPOM CpeaHuii Bo3pact nanuenToB ¢ JIAI cocraBun 42,7 +/- 15,3
aer [20]. Oxnako 3a mpornemmme 3 aecatuietus "moprper" manumentoB ¢ MJIAT cyiecTBeHHO
WU3MEHUJICS: YBEITUYMIIACH JOJS TIOXKWIBIX MAIlMEHTOB. B 4aCTHOCTH, CpeAHMIA BO3PACT MAIIMEHTOB
BO (panmyzckom u ameprukanckoMm (REVEAL) peructpax cocraBun 52 +/- 15 ner u 53 +/- 15 ner,
cooTBeTcTBeHHO [22, 23]. B eBponeiickom perucrpe COMPERA nons nanmnentos ¢ MJIAT crape
65 set npeBbicuiia 64%, XOTsS COOTHOIICHHUE YKCHIIIMH U MYXXYHH OCTasloch npexuum — 2,3:1 [24].
C pocTOM MOMyNSIUU TMOXKHIBIX MAlMEHTOB YBEIUYHMBACTCS M JOJS MAalMEHTOB, HMCIOIIUX
TPAJMIIUOHHBIC CEPACYHO-COCYIUCThIC 3a00JICBAHUA: CHUCTEMHYIO runeprensuio (27-42%),
oxxupenue (30-38%), caxapubiii auader 2 tuna (14%) u umemuyeckyro 6ose3ns cepama (10-12%),
4TO 3aTPYIHSIET CBOCBPEMEHHYIO THArHOCTHKY 3aboneBanus [23, 25].

I'pymmma 2. JIT' mpy maToJioTuy JIEBBIX KaMep cepiia — OJIHa |3 HauboJjee pacipoCTPaHCHHBIX
dopm JII', kotopast cocrasiser 48-80% B cTpyKType JierouHbIx runeprensuii [26]. Kak mpasuio,
pasButue JII' y manueHToB ¢ IATOJIOTMEHN JIEBBIX KaMep cepAua CBA3aHO C IPOrPECCUPOBAHHEM
OCHOBHOTO 3200JIEBaHUS U yBeIHUEHUEM (PYHKIIMOHAIBHOTO KJacca CepAedHOl HeJJOCTaTOYHOCTH,
YTO HEONArompusiTHO BIMAET Ha UX BbDKHBaeMocTb. JII' BcTpewaercst y 60% mnDamueHToB cC
cuctonnueckoit u y 83% mnamuentoB (CHJIA > 35 MM pT. cT.) ¢ Auactonudeckoi auchyHKIuER
JIEBOTO JKENyI04Ka, a Takxke y 38% manueHToB ¢ MutpasibHbiM cteHo3oM (CIAJIA > 50 mMm pr. cT.),
y 23% manueHToB ¢ MUTpainbHO HeqocTaTrouHOCThIO (CHJIA > 50 MM pT. cT.), y 29% NanueHToB ¢
aoptasibHbIM creHo3oM (CIJIA > 50 MM pr. cr.)) u y 16% mnauueHToB C aopTalbHON
HenoctatouHocThio (CJIJIA >= 60 MM pr. ct.) [27].

I'pynna 3. PacnpoctpanenHocts JII' mpu XpoHHYeckod OOCTPYKTHBHOM OOJI€3HU JIETKHX
(XOBJI) 3aBUCUT HE TOJBKO OT TSKECTH 3abosieBaHus, HO U MeToja Bepudukauuu JII'. Ananus
JIAHHBIX YPE3BEHO3HOM KareTepusauuu cepamna y nanueHtoB ¢ XOBJI IV cragum 3aboneBanus
nokaszai, 4ro 90% nanuentoB umerot cpeanee JJIA > 20 MM pT. cT. U Tonbko 1-5% mnanueHTOB
umerot JIJIA > 35-40 mm pr. cr. B okoe [28]. Jlaxke nmpu yMepeHHBIX (QU3UUECKHX HArpy3Kax y
nanuenToB ¢ XOBJI moxer HaOmonaThest ObICTphIit pocT cpeaHero JUIA. [lns ¢penoruna XOBJI ¢
BoBiieueHueM cocyaoB MKK xapakrepHo coueTaHue MeHee TSDKENbIX HapylmIeHHH (yHKIUU
BHEIIIHETO JIbIXaHHUs C TMIIOKCEMHMEH, OYeHb HU3KOH nu(p(y3HOHHONH CHOCOOHOCTBIO JIETKUX ISt
MOHOKCHJIa YIJIEPOZAa, HOPMO- WM TUIOKAlHUEW W INPEUMYLIECTBEHHBIM OTBETOM CEpIEYHO-
COCYJIMCTOM CHUCTEeMBbI Ha (PU3MUYECKYI0 HArpys3ky, uTo coOmmkaer 3ToT Bapuant JII' ¢ UJIAT. ¥V
NAllMeHTOB C MJIUONATHYECKUM JeroyHsiM ¢ubpozom cpennee JIA >= 25 MM pr. cT.
3aperucTpupoBaHo y 8-15% manueHToB Ha HAYAJIBHOW CTaiuM 3a00JIeBaHMs ¢ yBenudeHuem a0 30-
50% B mozmer m > 60% B koHewuHoir craguu [29]. CremyeT OTMETHTH BBICOKYIO
pacripoctpadeHHOCTh JII' y manueHToB ¢ CapKOMI030M, KOTOpas BappUpyeT oT 5,7% mo 74% [30].
Xota JII' mpu capkonmo3e UMeeT MHOTO(AKTOPHYIO MPHUPOIY M MOXKET, Hapsy C BOBJICUCHHEM
MapeHXUMBbI JIETKUX, ObITh OOYCIIOBJIEHA IMATOJOTHUEH JIEBBIX Kamep cep/illa U TpaHyJIeMaTO3HOU
apTepUOIIaTUEH.

I'pynna 4. Onpenenutb TOYHYIO PpPacHpOCTPaHEHHOCTh U 3aboneBaemocTth X TOJI
JIOCTAaTOYHO CJIOKHO, TaK Kak 3a00JeBaHME 4YacTO OCTaeTcs HeluarHocTupoBaHHbIM. He menee
npobieMatuyHa runepauarioctuka XTOJII' y manueHToB ¢ 3MU3010M OCTPOH TpoMO03IMOOoIuu
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nerouHoit aprepun (TDJIA). B panee onmyOnIMKOBaHHBIX MPOCHEKTHBHBIX MCCIEAOBAHMIX 4acTOTa
XTOJII' mocnme cumnrtoMHod octpoit  TOJIA, BepuduuupoBaHHas TPU  YPE3BEHOZHOMN
Karerepu3aluu cepaua, koneodnercs ot 0,4% mo 6,2%, uro B cpenneM cocrasiset 3,4% (95% AU
2,1-4,4%) [31]. Bmecte ¢ TeM, HEKOTOPHIC MaHHbIE yKa3bIBAalOT Ha TO, 4ro XTDJII' MoxeT
BO3HHUKATh Y 5 4eJIOBeK Ha MHUTMOH Hacenenus B rof [32]. Xors XTOJI' u paccmarpuBaercs B
paMKax BEHO3HOHW TpoMO0o3MOomHu, npeamecTBytonme 3mu3061 TOJIA o nanasiM EBponeiickoro
peructpa XTIJII' ynaercs monrBepauth B 74,8% ciydaes, a TpoM0O03bI T1y0OKHX BeH — B 56,1%
cinyuaeB [33]. YuwmteiBas ku3Heyrpokaromuii xapaktep XTOJII, 3arparhl Ha BEICHHE OIHOIO
nanuenTa B Poccuiickoii @enepanuu coctaBisiioT 379 MUUIMOHOB pyounei, npuuem 91% u3 Hux —
npsiMbie 3aTpathl [34].

I'pynna 5. VYuuTblBas reTeporeHHOCTb 3TOW TIPYIIIbI, OLEHUTh PACIPOCTPAHEHHOCTH U
3200J1€BaEMOCTh HE MPEJICTABIAETCS BO3MOKHBIM.

1.4. OcobeHHOCTM KoaupoBaHUA 3aboneBaHMA WM COCTOSAHMUA (rpynnbl
3aboneBaHumn unm COCTOSIHMN) no MexayHapoaHowm CTaTUCTUYECKOMN
Knaccucpukauum 6onesHen n npobnem, CBA3aHHbIX CO 340POBLEM

Hpyrue hopMsl cepaedno-aeroyHon HepocratognocTu (127):

127.0 — IlepBuuHas eroyHasi THIICPTCH3US

127.2 — JIpyrast BTopruHas JIerouHasi THIEPTCH3HS

127.8 — [Ipyrue yrouHeHHbIE (OPMBI JIETOUHO-CEPACUHOI HETOCTATOUHOCTH

1.5. Knaccudmkauusa 3aboneBaHmMa Unu coctossHUA (rpynnbl 3aboneBaHun unm
COCTOSIHMN)

JIT" BcTpeuaercss mMpu caMbIX pa3HOOOpa3HBIX 3a00JI€BAHMSIX M COCTOSIHHUSIX M KpailHe peaKo
ABJIIETCS. CaMOCTOSITENIbHBIM 3a0ojieBaHMeM — Hampumep, TakuMm, kak WJIAD. Knaccudukanus
JeTOYHBIX TUINEpTeH3uil, npuHsTas EBponeiickum obmecTBoM KapauosioroB u Eponeiickum
pecrniupaTopHbIM 00111ecTBOM B 2015 1., BBIZCISIET 5 OCHOBHBIX TPYII, 00BEAMHEHHBIX OOITHOCTHIO
KJIMHUYECKHX, TeMOAMHAMUYECKUX, MNaTOMOP(OIOrMYECKHX XapaKTepUCTUK M IMOJIXOAOB K
neuyenuto. B 2018 rogy Ha 6-m BcemupHom konrpecce mo JII' B Huiiie BHECEHBI U3MEHEHHS B
KIMHUYecKyto kinaccugpukanuto JII' 2015 r. (Tabm. 1).

Ta6nuua 1. KnmHnyeckas knaccudmkauma nerovyHbix runepreHsun [6, 11]

I. JIerounas aprepuasibHas TUIIEPTEH3USA:
1.1. Unnomaruyeckas jierouHas aprepuajibHas
TUIIEPTEH3HS

1.2. HacnencreeHHas:

1.2.1. Myranuu rena BMPR2

1.2.2. Ipyrue mytanuu KaHIUJaTHBIX T€HOB
1.3. UuayunpoBaHHas J€KapCTBEHHBIMU
npenapaTamMi U TOKCUHAMH

1.4. AcconunpoBaHHasi C:

1.4.1. CuctemHbIMU 32001€BaHUSIMU
COEIMHUTEIIBHON TKaHU

1.4.2. BUY-undexuuei

1.4.3. IlopranbHON runepTeH3uen

III. JIerouynas runepreHsus, CBA3aHHas C
MaTOJIOTHUEH JIETKUX W/WITM TUTIOKCUEH:
3.1. XOBJI

3.2. PecTpukTuBHBIC 32007I€BaHUS JIETKUX
3.3. pyrue 3a00yieBaHUs JETKHUX C
PECTPUKTUBHO-00CTPYKTUBHBIM
MaTTEPHOM

3.4. 'unokcus 6e3 3a00s1eBaHUN JTETKUX
3.5. AHOManuu pa3BUTHUS JIETKUX

IV. JIT" u3-3a 0OCTpYyKIMHU JIETOYHOMH
apTepuu:

4.1. Xponuueckasi TpoMO03MO0IMYecKast
JIT
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1.4.4. BpoxaeHHbIMH IIOPOKAMU Cep/Lia

1.4.5. IllucTocomo3om

1.5. JIAT ¢ gnurenbpHbiM oTBeToM Ha BKK

1.6. JIAT ¢ ssBHBIMU YepTamMu
BEHOOKKJIFO3MOHHOM 00JI€3HH/TEeMaHTHOMAaTO3a
JIETOYHBIX KaMJLIIPOB

1.7. llepcuctupyromas JII' HOBOPOKIEHHBIX

4.2. lpyrue npuuuHbl OOCTPYKIUU
JIETOYHOH apTepuun

II. Jlerounast runiepTeH3us, CBsI3aHHAA C
MaTOJIOTHEN JIEBBIX KaMep cepaua:

2.1. JII" BcnenctBue CHuOB

2.2. JII" Bcnencteue CHcdB

V. Jlero4ynas runepTeH3us ¢ HESICHBIMU
W/ MHOTO(aKTOPHBIMU MEXaHU3MaMHU
3a00JIeBaHUS

5.1. 'emaTonoruyeckue 3a001eBaHNs
5.2. CHCTEMHBIC 1 METAa0OIHYSCKHUE
HapyIIEeHUS

5.3. pyrue

5.4. Cii0)HbIE€ BPOXKJIECHHbBIC TOPOKU
cepaua

2.3. KnananHast matoiorus

2.4. BpoxneHHas/mpuoOpeTeHHas cepAeyHO-
COCYIIUCTasl NaTOJIOI U,

IIPUBOAAIIAS K NOCTKAWIUIIpHON JII'

[Ipennoxeno B 1 rpynmy nerounoit aprepuanbHoi rtuneprensun (JIAIY) BeiHecTu
CaMOCTOSITENIbHYIO HO30JIoTHYecKyto eauHuny — JIADT ¢ JuiMTenpHBIM OTBETOM Ha TEparuio
onokatopamu "memieHHbIX" KanbiueBbix kaHanoB (BKK) [11]. Hecmorps Ha cX0acTBO
pemoaenupoBanus aprepuil u aprepuon MKK y nmanueHToB ¢ MOJI0KUTENIBHBIM Ba30peaKTUBHBIM
TECTOM, Ba30CIa3M UIpaeT OrpOMHOE 3HaueHue B naroreHese 3toro Bapuanta JIAT'. Ilokazano, uyto
nanuentsl MIATL, umeronue nonoxxuTenbHblii Ba30peakTUBHBINA TECT, TEHETUYECKH OTINYAIOTCS OT
NAIMEHTOB C OTPULIATEIbHBIM Ba30PEaKTUBHBIM TECTOM, UTO, BEPOSITHO, SIBJISETCS IPUUMHON OoJiee
0JIarONpUATHOrO TeueHHsl 3a00JIeBaHUSI M YHUKAIBHOM BO3MOXKHOCTU Ha3HAuyeHUs OJIOKATOPOB
"memieHHbIX" KanpiuueBbix KaHanoB (BKK) [14]. Cormacno G. Simonneau ¢ coaBropamu (2019),
KPUTEPUAMHU JUIMTEIbHOro oTBeTa Ha Tepanuio BKK cnexyer cunraTe nocTHKEHHE U COXpaHEHHE
I/IT ®K XCH (NYHA), ycroifunBoe yny4lieHHe reMOJUHAMUKHU (MPEKHUNA YPOBEHb WIIU JIy4dIINe
NIOKAa3aTeNy M0 CPaBHEHUIO C JTOCTUTHYTHIMHM IIapaMeTpaMH BHYTPUCEPIAEYHON IeMOJUHAMHUKHU BO
BpeMsl Ba3opeakTUBHOro TectupoBanus npu tepanuu bKK B couetanuu ¢ yposHem cpennero JIJIA
<30 MM PT. CT. U CepACYHBIM BEIOPOCOM B Mpezesax HOPMbI MJIH BBILIIE HOPMbI) HE MEHee rojia Ha
¢done Tepanuu BKK.

JpyruM u3MeHeHueM B kinHudeckoi knaccudukanuu JII' 2015 roga crana mogudukanus u
VIOPOIEHWE BBIHECEHHOW paHee B OTACIbHYI MOATPYNNY BEHOOKKIIO3UOHHOM O0JIe3HU
JerKux/reMaHruomMato3a  Jjeroynbix  KamwiisipoB  (BOBJI/JIKT), kotopyro  mpetaraercs
paccmarpuBath kak JIAT ¢ npusnakamu BoBiedeHus Ben/kamuuisipoB (BOBJI/JIKT) [11]. TanHoe
U3MEHEHHE KJIMHUYECKH OOOCHOBAHO, IOCKOJIBKY BOBJICUEHHE B NATOJOTMYECKMH TIpolecc
JIETOYHBIX BeHYJ/KanuwuisipoB crnenuduuno He Toiabko uisi BOBJI u JIKI, HO u Moxker
HaOJI0AaThCS TPU Pa3HOOOPA3HBIX 3a00JIEBAHUAX U COCTOSIHUAX, ACCOLIMUPOBAHHBIX C PA3BUTHEM
JIAT, nanpumep, npu cucrtemHoil ckiepogepmun (CCJ]). Kpome Toro, mpodeccuoHambHbIN
KOHTaKT C OPraHUYEeCKUMHU PAaCTBOPHUTEISIMHU, B OCOOEHHOCTH TPUXJIOPITUIEHOM, ACCOLIMMPOBAH C
pazButueM npekanwuisipHod JIIT co 3HAuMTENbHBIM  BOBJIEUEHHUEM JIETOYHBIX BEHYIL
[Tpeamnonoxute 3Ha4MMOE BOBJICUCHHUE JIETOYHBIX BEHYJ/KanuIsipoB y nanueHTta ¢ JIAI' MokHO Ha
OCHOBAaHUU COYETAHUSA KIMHUKO-MHCTPYMEHTAIbHBIX JaHHBIX: CHW)KEHHON Juddy3noHHON
crocoOHOCTH JNerkux s MoHookcuaa yriaepoaa (DLCO < 50% OT HOMKHOTO), BBIPAKEHHON
TUIOKCEMHM B  apTepUAIbHOM KPOBM, HAJIWYMS BBIIOTa BJOJIb CENTAJbHBIX JIMHUH,
HEHTPOJIOOYISAPHBIX W3MEHEHHH MO THUIYy "MaTOBOIO CTEKJIA" MapeHXMMBbI JIETKUX U YBEIUYEHUS
pasMepoB  UMQOY3JIOB  cpeAocTeHus.  BoBieueHune  JETOYHBIX  BEHYJ/KallWUISIPOB B
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NaToJIOTUYEeCKHid mporece y nauueHToB ¢ JIAIT acconmupoBano ¢ HEOIArOMPUSATHBIM MPOTHO30M,
IUIOXUM OTBETOM Ha CHEeUM(UYECKYI0 Tepanuio M PUCKOM pa3BUTHUA OTEKa JETKUX. B cBoro
ouepenb, KIMHHYECKas M remojuHamuueckas kaptuHa BOBJI/JJIKIT B OGombmimHCTBE CiiyyaeB
coorBercTByeT JIAI'. bonee TOro, mpum TIHCTOJIOTMYECKOM HCCIEIOBAHUM Yy IALMEHTOB C
BOBJI/JIKT, Hapsizy ¢ M3MEHEHUSMHU BEHYJ/KaHUIAPOB, HAXOAST BBEIPAKEHHOE PEMOACITUPOBAHNE
JIETOYHBIX APTEPHOJ, YTO B COBOKYIHOCTH M IOCIYXXHJIO NOBOIOM K paccmorpenuto JIAL n
BOBJI/JIKI' B kadecTBE BO3MOXKHBIX CLIEHAapUEB OJHOTO M TOTO K€ JIETOYHOTO COCYIUCTOTO
3a00JIeBaHMs1, HEXKEIH OTACNBHBIX HO30sornyeckux equnun JII [11].

V3meHenuss BHeceHbl M B V TpyIy KIMHUYECKOH Kiaccuukamuu JII, B vacTHOCTH
UCKJIFOUEHA CIUIEHIKTOMUS, T.K. OTCYTCTBHE CEJIE3EHKH caMo 10 cebe He MPUBOJUT K pa3BuThio JII,
HO SBIAETCS OOJHMraTHBIM (PAKTOPOM pHUCKA PA3BUTHA XPOHUYECKOH TpOMOOIMOOIHYECKON
neroyHoil rumnepreH3uu (XTOJI'). AnanoruyHeiM 00pa3oM M3 KIACCH(PUKAIMN HCKIIOUYCHBI
3a00JIeBaHNs IIMTOBUIHON JKEJIE3bl, KOTOPBIE YAaCTO AMATHOCTUPYIOT y nanueHtoB ¢ JII', HO
KOTOpPbIE UTPAIOT pojib (aKTopa pUCKA WM COIyTCTBYIOIIEH MATOJOIMH, YTSKENAIoeH TeueHue
OCHOBHOTO 3a0oneBanusi. lloaToMy GYHKIMS IIUTOBUIHON JKele3bl TpeOyeT IOCTOSHHOTO
MOHUTOPHUPOBAHHUS B Ipoliecce TUHAMUYECKOro HaOmoieHus 3a nanuentamu ¢ JII'.

I'emogunamuueckue Hapymenuss B MKK y mauuentoB co cioxusiMu BIIC upesBbuaiino
CJIIO)KHO KBaM(puuupoBaTh. TeM He MeHee, pa3BUBAIOIIEECS Yy ATHX IMALUEHTOB COCYIUCTOE
3a00JIeBaHME JIETKMX OKAa3bIBAaeT BIMSIHME Ha WX BbDKHMBaeMocThb. llosTomy cermenrtapnas JII,
KOTOpasi pa3BUBAETCA B OTIEIBHOM YYacTKE JIETKOTO 3a CYET aOPTOJIETOYHBIX KoJulaTepalied, U
cocyaMcToe 3a00J1€BaHMe JIETKUX Y NMAallUEHTOB C YHUBEHTPUKYISIPHON LIMPKYJIALKMEN BKIIOUEHBI B 5
rpymmy JII' [15].

HecmoTtps Ha To, uyTo Ha 6-M Becemupnom xonrpecce no JII' B Huiiiie BHeceHBI CyIiecCTBEHHbBIE
U3MEHEHUs B reMoJIuHaMHuecKyto Kiaccudukanuto JII', paboueil rpynmoil pekoMenaanuii puHAITO
pelieHrne coxpaHuTh AuarHoctuyeckuit kputepuit JII' (cpennee JJIA >= 25 MM pT. cT.), IPUHATHIH
EBponeiickum obmiectBoM kapauosioroB u EBponeiickum pecnmpaTopHbiM oOmiectBom B 2015 T.
(Tabun. 2). D10 cB3aHO € T€M, YTO OCHOBHA JlI0OKa3zareiabHas 0a3a 3p(HEeKTUBHOCTH CHELMPUUECKUX
AQHTUIIEPTEH3UBHBIX INpenapaToB id yedeHus JIADI' monmydyena B PKU, B xoTOpble BKIIOYAIUCh
MAlMEHTHl C MPEKANWUISIPHOW JIETOYHOM TUnepTeH3uer | rpynmbl, HMEINE YPOBEHb CPEAHETO
JUIA >=25 MM pT. CT.

Ta6bnuua 2. lemogmnHamMmmnyeckas kKnaccudukaymsa nerovyHom runepTeHsum [6]

Onpenenenne XapaKkTepuCTUKU Knunnueckue rpynimsl
Jlerounas runeprensusa | Cpennee /IJIA >=25 mm prT. cT. Bce BapuaHThI 1€TOYHOU
TUIIEPTEH3UH
[Ipumeuanue.

Hyw™mepaniust IyHKTOB JJaHa B COOTBETCTBUH C O(PHUIIMATBHBIM TEKCTOM JIOKYMEHTA.

[IpexanmnspHas Cpennee JIJIA >= 25 MM pr. CT., 1. Jlerounas aprepuajibHast
nerouHas runeprensua | [I3JIA <= 15 mm pr. cT. TUIIEPTEH3HUS.
JICC>=3en. Byn 3. JlerouHas runepTeH3us
BCJIE/ICTBUE NIATOJIOTUU
JETKHX.
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4. XpoHuueckast
TpoMOOIMOOTINYECKas
JIeTOYHAsI THIICPTEH3NUA.

5. Jlerounast runepTeH3us ¢
HESICHBIMH U/WUITN

MHOECTBEHHBIMHU

MeXaHU3MaMHu
N3onupoBaHHast Cpennee IJIA >=25 MM pT. cT., | l. Jlerounas runepreH3us
MOCTKANUJUISIpHAs J3JIA > 15 MM pT. CT. BCJICJICTBUE TTaTOJIOTHH
neroyHas runeprensus |JICC<3 en. Byna JIEBBIX Kamep cepaia.

2. JleroyHasi runiepTEeH3Us C
Kom6unuposannas npe- | Cpeanee JJIA >=25 MM pT. CT., | gegcunivu u/wim
U TOCTKaNMJUIApHAs J3JIA > 15 MM pT. CT. MHOKECTBEHHBIMHI
nerounas runeprensua | JICC <3 exn. Byna MEXaHI3MaMH

[Mpexanumnspuas JII' nabmiomaercs y manumentoB ¢ JIAIT (I kiomHMueckas rpymma), y
NAIMEeHTOB C MATOJIOTHUEH JIETKUX W/WiK anbBeossipHoi runokcemueit (111 kmmaMYeckas rpynmna), y
HAalMeHTOB C OOCTpykiued Jerounslx aprepuil (IV kimumHHMueckas rpymma) Uy OTIEIBHBIX
nanueHToB V rpynnsl. [loctkanumispras JII' HaGnronaercss mpu naToJOTUU JIEBBIX Kamep cepua
(Il rpynna xkauMHUYECKON KiIacCU(UKAUKM), HO MOXKET ObIThb U IPU M30JIMPOBAHHOM MOPAKEHUU
nerounbix  BeH  (BOBJI/JIKD).  BeigensioT  M30JUPOBAaHHYIO  MOCTKAMWUIAPHYIO U
KOMOMHUPOBaHHYIO IIpe- M noctkanwuisipHyto JII. Jlng XapakTepUCTUKU BOBJICYEHHUS B
naroiorndeckuii  mporecc aprepuit/aprepuon  MKK mnpu  moctkammusipuonr  JIIT  panee
PEKOMEHI0BAJIOCH OIICHUBATh AMACTONWYECKUH mynbMoHanbHbI rpaauent (AI1) u JICC. Onnako
10 MHEHUIO 3KCIIEPTOB, JJI XapaKTEPUCTUKH MPEKAMUIUIIPHOTO KOMIIOHEHTa JOCTATOYHO OLIEHKU
tonbko JICC. Yposens JICC >= 3 en. Byna npusHan 6oiee yMeCTHBIM, MOCKOJIBKY MPH JTaHHBIX
3HaueHusix JICC Bcerma NpUCYTCTBYIOT THUCTOJIOTMYECKHE MPHU3HAKU JIETOYHOTO COCYAMCTOIO
3a00JIeBaHNs C peMOJICIMPOBAaHUEM JIETOUHBIX apTepuid. bonee Toro, Hamnuue JICC >= 3 en. Byna
ACCOLIMUPOBAHO C HU3KOM BEDKMBAEMOCTBIO MOCIIE TPaHCIUIaHTaIuu cepana [11].

B 1998 romy Bcemupnas opranuzanus sapaBooxpaHeHus (BO3) npuHsna M3MEHEHHYIO
cucteMy (YHKIHOHATbHON Knaccudukanui Hpio-MOpKCKoi KapaHOMOrHYIecKOil acCOIHAIIHI
(NYHA) ansa obneruenus ouenku manueHToB ¢ JIAI (Tabm. 3). C Tex nop ¢yHKIIMOHATIBHBINA KIIACC
(®K) NYHA/BO3 wucnons3yercst Juisi PYTHHHON OLEHKM cCTaTryca IallMeHTa IMpU OKa3aHUU
MEIUIUHCKONW MOMOIIM, €ro MporHo3a M 3()(eKTUBHOCTU TepanmuM B MPOBEACHUU KIMHUYECKHX
HCCIIEI0BAHUMN.

Tabnuua 3. PyHKUMOHaNbHaA Knaccudukauma neroyHon runeprteHsum (BO3)
[16]

Kiacc Onucanue
DK Hert orpannyenuii o0b14HOM (U3NYECKON aKTUBHOCTH, OHA HE BBI3BIBAET
MOBBIIIIEHHON OJIBIIIKH, YCTAIOCTH, O0JIeH B IPyAN WIN MPEACUHKOMAIbHBIX
COCTOSIHUM.
[IOK Jlerkoe orpannyeHue GpuU3n4eckor akTMBHOCTH. JIuCKOM(OPT B MOKOE
OTCYTCTBYET, HO 0ObIUHAs (PU3NUECKasi aKTUBHOCTH BBI3bIBAET MOBBIICHHYIO
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OJIBILIKY, CITA00CTh, OOJIb B TPYJHOMN KJIETKE WIIM MPECHHKOAIBHBIE COCTOSHUSI.

[MdK 3HaYHMTENIbHOE OTpaHUYCHUE (PU3HMUECKOM aKTUBHOCTH. B COCTOSTHMM TOKOS
IUcKoMQopTa HET, HO (pU3MYecKast aAKTUBHOCTh MEHbIIIE OOBIYHOM BBI3HIBACT
MOBBILIECHHYIO OJIBIIIKY, YCTAI0CTh, 00JIb B TPYAH WU MPECUHKOMAIbHbIE
COCTOSIHUSI.

IVOK OppITKa W/WIHA yCTaTOCTh B COCTOSTHUY MOKOSI, YCUITHBAIOIIHECS MTPAKTUICCKH
[IPY MUHUMAJIbHOU (PU3MYECKOM aKTUBHOCTU. MOTYyT OBITh IPU3HAKU
IIPaBOXKEIYAOUYKOBOU HETOCTATOYHOCTH.

2. AnarHocTuka

VYyuteiBas OTCYyTCTBHE crienu(puyeckux cuMmntoMoB JII' u mupokyro pacmpocTpaHEHHOCTh
JAHHOTO NaTO(MU3UOJOIMYECKOr0 COCTOSHHS IpU Pa3jIMYHbIX 3a0o0jieBaHMSX, AuarHoctuka JII
TpeOyeT MyJIbTUAMCLUMILUIMHAPHOTO IOAXO0Ja M YETKOro COOJIIOJIEHUS JIMarHOCTUYECKOTO
QITOPUTMAa C IOCJEN0BATEIbHBIM IEPEX0J0M sl MCKIIOYEHHMsT OT HauOoJjiee 4acThbIX NPUYUH
passutus JII' x nHambomee peaxum. Llenpro KomIieKCHOro oOcienoBaHUsi OOJBHOTO SIBISIETCS
YCTAQHOBJICHHE [UarHo3a, OLIEHKa KiIuHuueckoro kmacca u tuna JII', QyHkiuoHaneHOrOo M
reMOJIMHAMHUYECKOr0 cTaTyca nanuenra [6].

OTtcyTcTBHE MAaTOTHOMOHUYHBIX cuMITOMOB JII' co3maeT TpyaHocTH AJid €€ CBOEBPEMEHHOM
JUarHocTHKU. B cpenHeM, nmo JIaHHbIM amepukaHckoro peructpa REVEAL, or mnosBieHus
cuMntoMoB JIAI' 110 BBINOJHEHUS YPE3BEHO3HOW KaTeTepHU3aluu CepAlla U OKOHYATEIbHOU
BepuUKauu auar€o3a npoxomutr 34,1 +/- 1,2 mecsma, 4TO COMOCTaBUMO C Ppe3yIbTaTaMu
eBporeiickoro peructpa COMPERA [23, 41]. Ilo gaHHBIM pOCCHIICKOTO PETUCTpa MAI[UEHTOB C
JICTOYHOM TUIIEPTCH3MEH MeIMaHa BpEMEHH JI0 TOCTAHOBKH JIMarHo3a cocTapisier 52,8 mecsna [42].
VBenuyeHne  BpeMEHHM 10  Bepu(UKALMU  JMArHO3a,  BEPOATHO, OOYCIOBIEHO  Kak
HECTIEU(PUIHOCTHIO KIMHUYECKUX CcUMNTOMOB JIATL, Tak M HU3KOM HACTOPOKEHHOCTHIO Bpaudei
amMOynaTOpHOro 3BeHa B oTHoIeHuu JIAT.

Kpurtepun noctaHOBKM JuarHo3a JIETOYHOM TMIEpTEH3UH: MoBbIieHue cpennero JJIA >= 25
MM. PT. CT., ©3MEPEHHOT'O B ITOKOE MPH YPE3BEHO3HOH KareTepu3anuu cepana [11].

Juarnocruka JII' BKIIFOYAET CIeAyOIIKE dTallbL:

- CkpHHUMHI, BKIIOUarOmMi B cebs cOop ’kanod, OLEHKY MPUHAMJISKHOCTU MalMeHTa K
rpynmnaM pucka passutus JIAIL, onpenenenne BepostHOCTH JII' mpy mOMOIIM TpaHCTOpPAaKaIbHOU
sxokapauorpagpun (3xoKTI').

- IlocnenoBarenbHOe HCKItOUeHHE HambOosee 4vacThix npuuuH JII, B mepByro ouepenb
3a00JIeBaHMH JIEBBIX OTEIIOB cep/ua (rpymnmna 2), natonoruu jerkux (rpymnma 3) u XTIJIT.

- Bepudukauus nuarnoza JII' npu YBKC, yrouneHrne H030J10THYeCKON MPUHATIEKHOCTH.

- OneHka (QpyHKIIMOHAIBHOTO Kilacca U cTpatudukanus pucka JIAT .

2.1. XXanoObI n aHaMHe3

B neGrore 3aboseBaHMs MalMEHThl KaTylOTCSd Ha OJBIINIKY HpPHU BBICOKOM M yMEpPEeHHOMH
¢u3nueckoil Harpyske, MOBBIIICHHYIO YTOMJISIEMOCTb, C1a0OCTh, TOJIOBOKpYyxeHue. Ha Oomee
MNO3JHUX CTaJAMSIX TMOSIBISIIOTCS CHHKOMAJbHBIE COCTOSIHUS W/WIM  CHUMITOMOKOMILIEKC,
00yCJIOBJICHHBIM  MPaBOXKEIYJI0YKOBOM  CepleyHOW  HEJOCTATOYHOCTBIO:  OTEKH  HHKHHX
KOHEYHOCTEH, rermaroMeraius, acluT, MyJibcalus meiHbx BeH [43]. Y manueHToB C JATUTENbHO

1213121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgaumm — JlerovHas runepTeHsns, B TOM Yucne XpoHudeckas Tpomboambonuyeckas nerovyHas runepTeHsns —
2020 (03.06.2021) — Y1BepxaeHbl MuHsapasom PO

cymectByromeii JIAIT MoxeT BO3HUKAaTh OONEBOW CHHAPOM B TPYAHOH KIETKE IO THITY
aHrMHO3HOro. B ocHOBe wumemMun MHOKapaa MOXKET ObITb OTHOCHUTENbHAs KOpPOHAapHas
HEI0CTaTOYHOCTh BCJICACTBHE HU3KOTO CEPACYHOTO BHIOPOCA U MOBBIIICHHOTO HANPSKEHUS! CTEHKU
IPaBOr0 JKENyJI0uYKa, TUIOKCEMHUs, a TaKXKe CJIaBJICHHE JIEBOM KOpPOHApHOW apTepuu
AQHEBPU3MATUYECKU PACIIMPEHHOW JIETOYHOW apTrepuel. JpyruM CHUMIITOMOM, CBSI3aHHBIM C
BBICOKOH JTMTENBbHO cymiecTBytomen JIAL, sBiaseTcss KpoBoXapKaHbe, KOTOPOE Y IMAIMEHTOB 0e3
BIIC Bctpeuaercs B 1,5-6% cnydaeB [44]. Torna kak y MaiieHTOB ¢ CHHAPOMOM DH3eHMEHIrepa
JIErOYHbIE KPOBOTEUEHHUs peructpupyrorcs B 43% ciydaeB u B 8% ciydaeB CiiyaT MPUYMHOU
aeranpHOro mcxona [45]. Hcrounmkom kpoBoTeueHusi B 90% ciydaeB cily)Kar W3MCHCHHBIC
OpOHXMallbHBIE apTepUH, KOTOpPble OCOOEHHO YacTO BBIABISIOTCA y mauueHToB ¢ JIAI Ha ¢one
BIIC. 3HauuTensHOE pacHIMpeHHEe JETOYHOW apTepUr MOXKET ObITh MPUYMHON €€ TUCCEKIUU WU
paspbiBa, YTO KIMHHUYECKM COIPOBOXKAAETCS TammoHanoil cepaua. Cumnromaruka JIIT moxer
3HAYUTEIBHO BapbUPOBATh B 3aBUCHMOCTH OT (DOHOBOTO 3a00JieBaHMs, B pamMKax KOTOPOTO OHa
pa3BUBAeTCA, U CONMYTCTBYIOLIEH naTonoruu. Cieayer OTMETUTh, YTO KIIMHUYECKasi KapTUHA MOXKET
MEHSATHCS KaK B 3aBUCHUMOCTH OT IaTOJIOTWH, BbI3BaBuIeH JII', Wim accOUMUPOBAaHHOTO COCTOSIHUSA,
TaK ¥ OT HAJIMYUS IPYTOro COMYTCTBYIOILIETO 3a00JIeBaHHUS.

- Pexomenayetcs cOop aHamMHe3a ¥ Kajo0 y BCeX MalMeHToB i yTouneHus renesa JII' [37,
46].

- EOK wer (YA 5 YYP C)

2.2. dDnsmkanbHoe obcnegoBaHue

IIpu ayckynpTanuu cepjla akIeHT BTOPOro TOHA Ha JIETOYHOH apTepuu MOXET ObITh OJJTHUM
U3 OCHOBHBIX (DM3MKAJIbHBIX NPU3HAKOB, YyKasblBarolux Ha Hamuuue JII'. B psge cioyuaes
OIPEACIIAETC CUCTOIMYECKUM IIyM TPUKYNUIAIBHON peryprurauuu. Ciaenyer OTMETHTh, YTO Y
NAIUEHTOB C CHUHAPOMOM OMN3EHMEHrepa MOXHO HE YCHbIIATh IIyM IIyHTa, T. K. TPajleHT
naBiieHus B obnactu aedexra npu popmupoBaHun Beicokoi JII' otcyTcTBYyeT niau Munumanes. [Ipu
Pa3BUTUH TMPABOXKETYJTOUYKOBOM CEpPAEYHOW HEAOCTATOYHOCTH Yy MAIUEHTOB OTMEYAIOTCs
HaOyxaHHe M MyJbcallus EHHBIX BeH, remaromeranus, nepudepuyeckue oteku, aciur. [Ipu sTom
y naiueHToB ¢ JIAT ayckynbTanus Jerkux MOKeT ObITh HE U3MEHEHA, TOrJa KakK i MallueHTOB C
nocTkanwuisipHol JII' M BBIpaXEHHOM OJBIIIKOM XapaKTEpHO IOSIBJIECHUE MEJIKOIY3bIpYaThIX
XPUIIOB B HJKHUX OTJEJIaX JIETKUX B COUETAHUH C TIOJIOKEHUEM OPTOMHO?. BaxkHyro nHpopMariuo
pU OCMOTpe OOJIBHOIO MOXKET MpUHECTH MyabcokcuMeTpus. s nanuentos ¢ MJIAD nokasatenu
caTypaly KHCIOpOJa MO JaHHBIM IMyJIbCOKCUMETPUM HAXOASTCS B Ipenenax HOPMBI, TOI/a Kak
oOHapykeHHe JlecaTypalui B nokoe u npu ®H mo3Bossier 3amo10o3puTh NaTOJIOTUIO JIETKUX HIIH
BIIC ¢ apTepnoBeHO3HBIM HIYHTHPOBAHUEM KPOBU. YK€ BO BpeMsl KJIMHHYECKOTO 0OCIIe0BaHUS
MAlMEHTa MOYKHO MpeAnonoxutb npuunHy JII'. Teneanrnoskrasuu, s3BEHHOE MOPAKECHHE
KOHYMKOB NalbLEB U cKIepomakTwing xapakrepHsl i CCJl, kpenurtanuss Ha BJIOXE MOXKET
yKa3blBaTh Ha HMHTEPCTULHAIBHOE 3a00JI€BaHUE JIETKUX, COCYIUCTBbIE 3BE3JOYKU [0 THILY
"mayTHHKH'", TECTUKYJISIpHAs aTpodus U najabMapHas dpuTemMa MpeanoaratoT 3a00eBaHle eYeHH.
[Tpu obGHapykeHUU TaKOro CUMIITOMA, KaK Haiblibl pyK B (opme "OapabaHHBIX Majoyek", MOXKHO
npeanonoxute BIIC ¢ 1numaHo30M, WHTEpCTULMAIbHBIE 3a00JE€BaHUS JIETKHX WM I1aTOJOTHIO
MEYEHH.

- Pexomennyercst BceMm nanueHtaM ¢ JII' mpoBOAUTE BU3yalIbHBI OCMOTP TE€paneBTUUECKUN
JUTSL BBISIBIICHHS CIICIIU(PUUCCKUX KIMHUYECKHUX MPOSIBIICHHI 3a00seBanus [46].

- EOK ner (YYP C, YT 5)

2.3. llabopaTopHble guarHocTu4eckme mccrnegoBaHus
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- Pexomenayetcst mpoBefeHHe oOmiero (KIMHUYECKOT0) aHaau3a KPOBU U Pa3BEPHYTOrO C
OLICHKOW YypOBHSI TE€MOIJIOOMHA ¥ TeMaTOKpUTa, KOJIMYECTBA SPUTPOLMTOB, JIEHKOIUTOB,
TPOMOOIIMUTOB, CKOPOCTU OCENIaHUsl IPUTPOIUTOB Y BCeX manueHToB ¢ JI[' B pamMkax MepBUYHOTO
o0cIIeI0BaHus M B IIPOIECCE TUHAMHYCCKOTO HAOIF0IeHus Kaxaple 6-12 mecsies [6, 43, 46].

-EOK 1C (YA 5 VYPC)

KomMmenTapuu: B kinmHMYeckoM aHanM3e KpPOBH MPEXkAE BCEro HEoOXoaumo oOpaliarh
BHUMaHHWE Ha YpPOBCHb TIE€MOTJIO0MHA, TEMATOKPHUTA, HAIMYHUE MHKPOILUTO3a. BTOpUYHBII
SPUTPOLIUTO3 YacTO BeTpeuaeTcs y nmarueHToB ¢ JIAI Ha ¢one BIIC u nmaronoruu nerkux. Bmecre
C TE€M, MPAKTUYECKHU Y MOJIOBHUHBI MTALIMEHTOB ¢ CUHJApOMOM OJiizenmenrepa u UJIAI" nabmronaercs
xenezofaedunutHoe coctosiHue. [loaToMy 1enecoobpa3HO NPOBOAUTH OINpEIesieHUuE JKele3a B
CBIBOPOTKE KPOBH M YPOBHS (eppHTHHA HE PEKE OJHOTO pasa B TOJ Ul PELICHHs BOIpOca O
Ha3HAYCHUH IMpernapaToB >kene3a. OrpenereHHe YpOBHA I'eMOIVIOOMHA SIBISETCS 00sS3aTelbHBbIM
TecToM Ha Qoue neueHust DPA, tepanus KoTopeiMu 10 15% ciyyaeB OCIOXKHSETCS CHHXKCHHEM
ypoBHsI remorioouna [6, 43].

- PekoMeHgyeTcst mpoBeIeHHEe UCCIICA0OBAHNE YPOBHS KpEaTUHUHA, HATPUS, KaJIHS, TIFOKO3HI,
obmiero 6enka, C-peaktuBHoro 6einka, ACT, AJIT, oOuiero 6unupyorna, MO4eBOM KUCIOTHI Y BCEX
narueHToB ¢ JII' B pamkax nepBUYHOTO 00CICIOBAaHUS U B TIPOIECCEe TUHAMUYCCKOTO HAOIIOICHUS
Kaxaple 3-6 mecsies [6, 43, 46].

-EOK 1C (VA5 YYPC)

- PexomeHnyercsi exeMecs4HOE ONpECICHHEe aKTUBHOCTH acrapraTraMUHOTpaHchepasbl U
alaHUHaAMHUHOTpaHc(epassl B KpPOBM TIpM Ha3HadyeHWH amOpm3eHTaHa**, OozeHTaHa™*,
MaruMTeHTaHa** s OleHKH 6e30macHoCT Tepanuu [6, 43, 46].

-EOK 1C (VA 5 YYPC)

KoMMeHTapuu: Tpu KIMHUYECKH 3HAYMMBIX OTKJIOHEHHSAX J1abOpaTOPHBIX TECTOB,
XapaKTepU3YIOMKX (PYHKIMIO TIEYCHU, HEOOXOIUMO TPOBOANTH CEPOJIUATHOCTUKY TEIIATUTOB IS
UCKJTIOYEHHS] TIOPTOIMYJIbMOHAIBHON THNEepTeH3uU. DYHKIIMOHATbHBIE MEYEHOYHBIE TECTHI TaKKe
MOTYT MOBBIMIATELCS TPU JCKOMITICHCAITUN TIPABOXKEITYTI0YKOBON CEPJICTHON HETOCTATOTHOCTH H/FITH
Ha ¢one Tepanuu DPA. YpoBeHb MOUYEBOM KHCIOTHI MOKET OBITh MAapPKEPOM TSHKECTU CepIIeUHON
HEJOCTAaTOYHOCTH, OJHAKO CIIEyeT IMOMHUTH, YTO KOHIICHTPAIHUS MOYEBOM KHCIOTHI MOXKET
MOBBIIATHCS HA (DOHE Tepanuy TUypETHKAMHU.

- Pexomennyercst uccnemoBanue ypoBHs cBoOoaHoro tpunoaruponuHa (CT3), ceobogHoro
tupokcuHa (CT4) u tupeorponnoro ropmona (TTI) B kpoBu y Bcex mamuentoB c¢ JII' mpu
NEPBUYHOM OOCIIEIOBAaHUM JJIsi BBISBICHMSI MATOJOTMM IIMTOBHIHOM >KEJe3bl, YTsDKENsIolen
TE4YEeHUE OCHOBHOTO 3a0oseBanus [43].

-EOK 1C (VA5 YYP C)

KommenTapuu: y nauuentoB ¢ JII' yacto BcTpeuaroTcs 3a00sieBaHUs IIUTOBUAHON KEJIE3bI.
[TaTonoruss IIMTOBHUIHON »Kele3bl MOXET CYLIECTBOBaTb y OOJIBHOTO HUCXOAHO, 3aTPyIHSSA
JTUArHOCTHUKY U JIEYEHHUE, WIIN MPUCOECTUHATHCS co BpeMeHeM. OO0 3ToM clielyeT MOMHHUTh B cly4yae
BHE3AITHOTO YXYALICHHUS TeUeHUs 3a00JIeBaHUsL.

- Pexomenmyercss ompezereHHE COJIEPXKAHUS AHTUTEN K KapJHOJNHUIMHY, aAHTUTENT K
dochonumunam, antuTeNn K OeTa-2-rIMKONPOTEHHY B KpoBH narueHTam ¢ JII' mpu momo3peHun Ha
XTOJIT nns BeisiBAeHUS GakTopoB pucka [47].

- EOK mer (YA 5 VYP C)

- PexoMeHiyeTcs onpeesieHue coaepKaHusi aHTUTEN K aHTureHam siapa kietku u JIHK Bcem
narueHTam ¢ nojo3perreM Ha JIAT st uckimrouenus acconuaruu ¢ C3CT [6, 43].
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-EOK 1C (YO 5 VYPC)

KommenTapun: TloBbilieHne aHTHHYKIICAPHBIX aHTHTEN B HU3KOM TUTpe (1:80) BcTpeuaercs
JIOCTaTOYHO 4acTo y nanueHToB ¢ JII'. /IlnarHocTHYeCKUM TUTPOM ONPEIEICHUS aHTUHYKIICAPHBIX
aHTHUTE]l METOJOM HMMYyHO(IIOOpecueHun cuutaercs tutp >= 1:160, mpu ero IOCTHKEHUU
aHATM3UPYETCs CHEKTP aHTHSIEPHBIX aHTUTeN B nemsax auddepenunansuoit nuarnoctuku CCJJ
WM [IEPEKPECTHOTO CUHIIPOMA, KOTOpbIe Hanbosee yacto Mmanudectupytot ¢ JII'.

- PexomenayeTcs ucciieoBanrie ypoBHsi N-TepMUHAIBHOTO (PparMeHTa HATPUHYpPETHUECKOTO
nponentuaa Mo3roBoro (NT-proBNP) B kpoBu Bcem maruentam c¢ JII' B pamkax HEpBHYHOTO
oOcieioBaHus U j1ajnee Kaxaple 6-12 mMecsleB ¢ 1enblo CTpaTU(HUKAIMK PUCKa JIeTalbHOCTH [6, 17,
43].

- EOK wer (YA 5 YYP C)

- Pexomenmyercs ompeneneHue antuten kimaccob M, G (IgM, IgG) k Bupycy
ummyHoneunura dvenoBeka BMY-1 (Human immunodeficiency virus HIV 1) B kposn,
onpenenenue anturen kimaccoB M, G (IgM, IgG) x Bupycy ummyHonedunura yenoexka BIY-2
(Human immunodeficiency virus HIV 2) B kpoBu Bcem mnamuentam c¢ JII' mis HCKITIOYSHHS
acconuanuu ¢ BUU-undexiueii [6, 48].

-EOK 1C (YO 5 VYPC)

- Pexomenpayercs onpenenenue anturena (HbsAg) Bupyca rematuta B (Hepatitis B virus),
agtur antuten K Bupycy rematuta C (Hepatitis C virus), anturen k OJeqHOW TpernoHeMe
(Treponema pallidum) B kpoBu Bcem mnamueHtam c JII' Ansg HCKIIOYEHHs COMYTCTBYIOIIEH
narosioruu [6, 48].

-EOK 1C (VA 5 YYP C)

- PexoMeniyeTcst onpeiesienne OCHOBHBIX rpyti 1o cuctreme ABO, onpenenenue anturena D
cuctembl Pesyc (pesyc-dakrop) BceM mamueHTam ¢ JII' mepex upe3BeHO3HOM KaTeTepu3alueit
cepaa [6, 48].

-EOK IC (Y15 VYP C)

- Pexomenayercs ompeneneHue MeXIyHApOJIHOTO HopmanuzoBaHHOro oTHomieHus (MHO)
BceM mamueHTam c¢ JII, monydaromux aHTUKOAryJsiHTBl HENpsMble, W TalheHTaM Tepen
Ype3BEHO3HOU KaTeTepu3anuei cepana [6, 48].

-EOK IC (Y15 VYP C)

- Pexomenayercss oOumil (KIMHMYECKH) aHaiIM3 MoOuM BceM mnamueHtam c JIIT mns
VCKJIIOYEHMS COITYTCTBYIOLIEH MTaTOJIOTHH.
- EOK mer (YA 5 VYP C)

2.4. UHCTpyMeHTarnbHble AMarHoCTU4YeCcKue nccriefoBaHuA

2.4.1. dnekTpokapguorpacdusa

- Pexomennyercs peructpanus anekrpokapauorpammbsl (OKI) Bcem mnamueHTam npu
NEpBUYHOM 0OCJEeIOBAaHWUM M B TMpOLECCe JAMHAMUYECKOTO HAOMIOACHUS JJIsl  BbIABICHUS
cnenuduyeckux DK -uzmenenntii [17, 43, 49, 50-53].

-EOKner (YAJ12 YVP A)

Kommentapun: Hopmansnsiii Bug OKI' He nekmrodaer auarnos JII', mpu 3ToM n3MeHeHus Ha
OKI' Becpma pacmpoctpaHensl y maunueHTtoB ¢ JII. OHm moryr Bkimroudath 3yoen P B Buge "P
pulmonale", OTKIIOHEHHE 3JIEKTPUUYECKOW OCH BIPABO, MPU3HAKH TUNEPTPOPUU U TMEperpysKu
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IPaBOTo JKeNy/Io4yka, OJ0Kaay MpaBoil HOXKKM mydka ['mca u yanmunenue mHTepBana QTc. DKI -
NPU3HAKU TUNEPTPOPHUU MPABOroO KEJIy0UKa: YBEJIWYEHHUE aMIUINTY/bl 3yOoua R u cooTHOmIEeHus
R/S B mpaBbIX OTBenEHUSX, UMEIOT HEIOCTATOYHYIO YYBCTBUTEIBHOCTH (55%) M cneunpuyHOCTD
(70%), uTOOBI OBITH UCIOIB30BAHHBIMU B KaU€CTBE CKPMHUHIOBBIX, TOTJa KaK Ieperpys3Ka npaBoro
KEJyIouKa sBIIsieTcss OoJjiee 4yBCTBUTEIbHBIM Tpu3HakoMm [49]. Pacmmpenue xomruiekca QRS u
nposioHranusi uHTepBasia QTc CBUIETENBCTBYIOT O TSXKECTH 3a00JI€BaHUS M ACCOLMUPOBAHBI C
HEOJIaronpusTHBIM MpPOrHo3oM JeroyHod rumepreHsuu [50, 51]. CympaBeHTpHKYISpHBIC
HapylICHUsl pUTMA 4Yallle BO3HUKAIOT B JAJIEKO 3alle[IINX CTagusX 3a00JeBaHMsA, NPUBOAS K
JICKOMITCHCAIIUU SIBJICHUU cepleuHoi HemoctaTouHocTH [52]. ¥V 25% manuentos ¢ JIAT B TeueHue
5 ner HaOMIOAECHUS PETHUCTPUPYIOTCSA TpeneTaHue Win (GUOpMILIILUS MpeacepAnid, 3HAUUTEIbHO
YXYIIAFOIIIE TPOTHO3 NAallMeHTa IPH HEBO3MOXKHOCTH BOCCTAHOBJICHUSI CHHYCOBOTO puTMa [53].

2.4.2. PeHTreHorpadusa opraHoB rpyAHON KIeTKu

- PexomenyeTcst mpoBeieHUe MPULEIbHON peHTreHorpaduu opraHoB IpyAHOM KIETKH BCeM
nanuenTtam ¢ JII' aist yrouHeHus: npudauHbl 3a0oneBanus [6, 21, 54].

- EOK wer (YI/14 YVYP C)

KoMMeHTapuu: Ha MOMEHT ©IOCTaHOBKM JjuarHoza y 90% mnaumentoB c¢ WIIAT
pPEeHTreHorpaMMa TpyIHOW KJIETKM HOCHUT IIaTOJOTHYECKUi xapaktep [21]. Otu u3MeHeHus
BKJIIOYAIOT JWJIaTalMio CTBoja JjeroyHoi aprepuu (Il ayra mo neBoMy KOHTYpY cepalia) u
o0e/IHEHUE JIETOYHOTO COCYAUCTOIO PHUCYHKA, pPEXe paclldpeHue IMpaBblX Kamep cepAala.
Pentrenorpaduss rpyaHOH KIeTKH MOXeT noMoub B auddepeHmmansHom aumarHoze JII,
JEMOHCTPHUPYsI NpPU3HAKH, XapakTepHble JUIs MATOJIOTMU JIETKMX (rpynma 2), Wid 3acTOMHbIE
SIBJICHHUS TIPU 3a00JIEBaHUSX JIEBBIX Kamep cepana (rpymnma 3), a Takke crnenuduyeckne npu3HaKu
psina penkux 3aboseBanuii [54]. B menom tskects JIIT y KakAoro OTAENBHOTO MAaIMEHTa He
KOPPEJIUPYET CO CTEMEHBIO PEHTIEeHOJIOrMYeckuX u3MeHeHuil. Tak ke, kak u B cimydae ¢ OKIT,
HOpMaJlbHasi pEHTT€HOrpaMMa IpyAHOM KJIETKU HE UCKIIIOYAeT Hanuuus y nauuenra JIT'.

KomnnekcHoe uccnegoBaHue hyHKUUN BHELWHEro AbiXaHus

- PexomeHnayeTcst IpoBOAUTDH MCCIIEI0BaHNE HECIIPOBOIIMPOBAHHBIX JbIXaTEIbHBIX 00BEMOB U
MOTOKOB, HccienoBaHue Au((y3HOHHON CHOCOOHOCTH JeTKUX BceM mnauumeHTam ¢ JII' gms
UCKJTFOUEHHS MTAaTOJI0THH JIerKux [6, 55-60].

-EOK 1C (VA2 YYPA)

KomMmenTapuu: BeimonHenue wuccienoBaHusi (YHKIUM BHEIIHErO JbIXaHUS IOMOTaeT
JIMarHOCTUPOBATh IATOJOTHIO JIETKUX U OLIEHUTHh CTENEeHb €€ TKECTH, YTO HEoOXOOUMO JUis
NOHMMaHHUA ee "mponopuroHanbHocTH" ypoBHI0 JII'. IamuenTst ¢ JIAI' moryt umers Jierkoe uian
YMEPEHHOE YMEHBIIEHHE JIETOYHbIX OOBEMOB, ACCOLMHPOBAHHOE C TSDKECThIO 3a00JIeBaHMSL.
OOctpykTuBHBIE H3MeHeHUs HetunuuHbl Juis JIADL. Ilpu aHanmu3e ra3oBoro cocraBa KpOBHU
napluuMagbHOE JaBJIeHHE KHCIopojaa B apTepuanbHoi kpoBu (PaO2) B mokoe ocraercs B mpenenax
HOPMBI MJIM HECKOJIBKO CHMXKEHO, a NaplHagbHOE JaBieHue quokcuaa yraepoaa (PaCO2) camxeHno
BCJIC/ICTBHE aJbBeOJIApHOW runepBeHTIsAMKA [56]. CHmxenue maupdy3HoOHHONW CIOCOOHOCTH
Jerkux 1o MoHookcuny yriaepoga (DLCO) pa3BuBaercs BCeICTBHE M3MEHEHHS BEHTHIISIIMOHHO-
nepy3MOHHBIX COOTHOIICHUN B YCIOBHUHM JIETOYHOM TMIEPTEH3MU U BECbMa MaTOTHOMOHUYHO JJISt
narueHToB ¢ JIAD [55, 57]. Huskuit ypoBenr DLCO, 0COOEHHO B COYETaHUU CO CHIKEHHUEM
JIBIXaTeIbHBIX 00BEMOB, MOXKET CBUIETEILCTBOBATE 00 accormanuu JIAT ¢ CCJl, a Takxke Tpedyer
TuQdepeHIMaIbHOr0 JUarHo3a ¢ MHTEPCTUIUATBHBIMU 3a00JieBaHMAMHU JIeTKUX (Tpynmna 3) u
BOBJI [58, 59]. Kpaitne au3kuii ypoBenb DLCO y nammenTtoB ¢ JIAT, onpenenennsiii kak 45% ot
JIOJDKHOTO, acCOIMMpOBaH ¢ TwioxuM mporHo3oM [55]. XOBJI kak mpuumHa runokcudeckoit JII
JTUArHOCTHPYETCS TMpU HAJIWYUM HEOOpaTUMBIX OpPOHXOOOCTPYKTHBHBIX H3MEHEHUH Mpu
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cnuporpaduy, YacTO COYETAIONIMXCS C YBEIWYCHHEM OCTaTOYHOTO OO0BeMa JIETKUX MpHU
o6onurieTusmMorpaduu U Bo3MOXHBIM cHIbkeHHeM DLCO. [t ra3oBoro cocraBa apTepuaibHOM
kpoBu mnanueHToB ¢ XOBJI xapakrepHo cHmkenue PaO2 npu HOpMaIbHOM WM TOBBIIIICHHOM
PaCO2 [58]. Tskects 3MpHU3EMbl W/HWIM UHTEPCTUIHAILHOTO 3a00JI€BAHUS JIETKUX MOXKET OBITH
OLICHEHA C MOMOIIBI0 KOMITBIOTEPHOI ToMOTrpaduu BeICOKOTO paspemenus. Couetanue sMQpu3eMbl
u ¢ubposza JErkux MOKET NPHUBOAUTH K ICEBIOHOPMAJIbHOW KapTUHE WPU BBIIOJHEHUU
cnupomerpud, pu 3toM DLCO ocraeTcs CHIDKEHHOU. DTOT (PakT moguepKuBaeT HEOOXO0IUMOCTh
TPAKTOBAaTh PE3YyNbTAaThl KOMIUIEKCHOM OLIGHKM (YHKIMH JIETKUX, ONUPAasChb Ha JlaHHbIE
BU3YAJIU3UPYIOIIUX METO/I0B UCCIICAOBAHUS BO H30€KaHKUE JUArHOCTHYCCKHIX omrbok [60].

nOﬂMCOMHorpa(t)VIH n HOYHasA OKCUMeTpus

- Pexomentyercs npoBOIUTH MOTUCOMHOTPApUIO WIM HOYHYIO OKCUMETpHUIO manuentam c JII
IpY TO03PEHUHU Ha HAJMYKME HAPYIIEHUH JbIXaHUS BO CHE WJIHM AJIbBEOJISIPHON TMIIOBEHTWIISALIUU
[60-64].

- EOK wer (YA 2 YVP B)

KommenTapuu: PacnpocTpaHeHHOCTh HOYHOM THUIOKCEMHHM M HapyLICHHS JAbIXaHHUS BO CHE
cpeau nanueHToB ¢ JIAD' nocturaer 89%, yTo noguEepKUBaeT BaXXKHOCTh JUArHOCTUKU U KOPPEKLIUU
9TUX cocTosHMM [61, 62]. Y manweHTOB ¢ CHHAPOMOM THIIOBEHTWISAIMA HAa (OHE OXKHPCHUS
(cunppom IluxBuka) u npu coyerannn XOBJI ¢ cuHIpoMOM 0OcTpykTHBHOTO amHoe Bo cHe JII
BCTpeuaeTcss yacto (Tpymma 2) W, Kak MpaBUIIO, acCOLUMUPOBAaHA C JAUCHYHKIUEH MpaBoOro
XKeNyJouka M IUIOXHM HPOTHO30M. B 3To#l moxarpymme manueHToB 3(PQEeKTHBHA HEHMHBAa3HBHAS
BEHTWISIIMS JIETKUX, MO3BOJIAIONIAS B Psjie CIy4yaeB MPAaKTUYECKH HOPMAIM30BaTh IMOKA3aTelu
remoaunamuku MKK [63, 64].

Axokapauvorpacdus

- PexoMeHnayercs mnpoBeaeHHE 3SXOKapauorpaduum BceM NalMEeHTaM C IOJO03pEHHEM Ha
Hanmune JII' B kayecTBe CKPMHUHTOBOTO HEMHBA3MBHOTO TUArHOCTUYECKOTO MCCIenoBanus |6, 43,
65-67].

-EOKIC (Y12 YYP A)

Kommenrtapun: Oxokapauorpadus (OxoKI') ocraercs eAMHCTBEHHBIM HEWHBAa3MBHBIM
CKPUHUHTOBBIM METOJIOM, MO3BOJISIOLINM OLIEHUTH JIaBJIEHUE B JIETOYHOW apTepUH y MAIlMEHTOB C
nogo3penreM Ha JII'. Ilpu stom DxoKI He MOXeT HCIONIb30BaThCS KAaK METOJ| BepHU(PHUKAILUU
nuarnosa JII'. OIHOMOMEHTHO ¢ pacyeToM JaBiieHHs B JerodyHoil aprepun OxoKI' mo3Bossier
BBISIBUTh  CTPYKTYpHO-(QYHKIIMOHAJIbHBIE HW3MEHEHHMS Kamep CepAla, 4YTo BaXHO s
TuddepeHIMaIbHOro 1uarso3a U crpatudukanuu pucka y nanuenta ¢ JII'. [IpuHIunbsI oneHku
KaMep cepAlla MOAPOOHO U3J0XKEHbl B COOTBETCTBYIOIIMX peKoMeHJanusx EBpomnelickoi
acconuanuu CEepPAEYHO-COCYIUCTOU BU3yAIU3alUU (EACVI) 51 AMEepUKaHCKOTo
sxokaparorpadpudeckoro oomiectsa (ASE) ot 2015 roaa. [65]. PacueT cucTonnyueckoro aaBiacHus B
aerouHoit aptepun (CIJIA) ¢ momouipio JBYXMEpHOW 3XOKapAuorpaduu OCHOBBIBAE€TCS Ha
OTpe/ieIeHuU THUKOBOM CKOpPOCTH TpuKycnujanbHoi peryprutanuu (TP) u umcnonbzoBanuu
YIPOILIEHHOTO ypaBHEHUs1 BEpHyIIM B COYETaHHMU C OLEHKOH AABJIEHUS B IPABOM IpEACEPANH
(IIIT). HaBnenue B III1 MoxkeT ObITh pACCYMTAHO ITyTEM U3MEPEHUS JUaMETpa HUKHEH MOJION BEHbI
(HIIB) u ero u3meHneHus B 3aBUCUMOCTHU OT (a3 neixanus: auamerp HIIB < 2,1 cm u cnagenue Ha
BIoxe > 50% cBUIETENBCTBYIOT 0 HOpManbHOM JaBienuu B [1I1, paHoM 3 MM pT. cT. (B mpenenax
0-5 mm prt. cT1.), Torga kak quamerp HIIB > 2,1 cm u cnagenue Ha Broxe < 50% wumu < 20% npu
CITIOKOWHOM JIbIXaHUH TOBOPSAT O BhICOKOM naBiienun B [1I1, pasaom 15 MM pr. cT. (B ipenenax 10-
20 mm pT. cT.). B cnyuae, xorna nuamerp HIIB u cmanenue mpu ObIXaHMM HE COOTBETCTBYIOT
0003HaYeHHBIM HHTEPBaJIaM, MOKET ObITh UCIOJIb30BaHO IPOMEKYTOUHOE 3HAUCHHE, PaBHOE 8 MM
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pT. cT. (B mpenenax 5-10 mm prt. cr.). OgHAKO, YyUUTHIBas HETOYHOCTH OICHKHU AaBiieHus B [1I1 u
YBEJIMYEHUE MOTPEIIHOCTeH M3MEPEHHUs C MOMOIIBI0 MPOU3BOAHBIX MEPEMEHHBIX, PEKOMEHIyeTCs
MPUMEHSATh [OCTOSTHHO-BOJHOBOE JIONIUJIEPOBCKOE KAapTHUPOBAHHUE [IS HM3MEPEHUs IHUKOBOU
CKOPOCTH TPHUKYCIUJaIbHON peryprutaiuu (a He pacuetHoe CJIIJIA) B KadyecTBE OCHOBHOIO
nokazareJist s onpenaenenus Bepositnoctu JII o panabiM OXxoKI ([lpunoxenue b, tadi. 5) [66].
[Ipu 3TOM y MalMEHTOB C TSKEION TPUKYCHHIAIBHOW perypruTaiueil ee CKOpocTbh MOXKET ObITh
HEJIOOLIEHEHA U HE JIOJDKHA W30JMPOBAHHO MPUMEHSThCs 1iist uckitoueHus: Hanuuus JII'. CormacHo
pexkoMeHanusaM EBporeiickoro obmiecTBa KapauoiaoroB o jgedeHuto u auardoctuke JIIN (2015),
BeposATHOCTH JI[' MOKeT OBITh OlICHEeHA KaK BBICOKAs, IPOMEKYTOYHAS U HU3Kasl. J{s obyerdenus u
CTaHJapTH3aluu  BbIOOpa  ypoBHA  BepostHoctu JII'  mpeasiokeHbl  JOMOJHUTEIbHBIC
XoKapauorpauyecKkue MPU3HAKH TIOMHUMO TEX KPUTEPUEB, KOTOPHIE OCHOBAHBI Ha CKOPOCTH
TpukycnuaanbHo peryprutanuu (Tadn. 6) (Ilpunoxxkenune b). DT npu3HaKW XapaKTepU3yOT
pasmep npaBoro xenyaouka (IDK) u ero neperpysky aaBiieHHEM, XapaKTep CKOPOCTU KPOBOTOKA U3
IDK, nmuwamerp gnerounoi aprepur u HIIB, a Taxxe mmomans IIII. UWx wu3smepenue
pernmameHTupoBaHo pekomenmamusmu EACVI [65, 67]. Wuartepnperamms DOxoKI'-maHHBIX B
KIIMHUYECKOM KOHTEKCTe BaxkHa /sl onpeaenenus nokazanuit kK UBKC (Tabxn. 7) (Ilpunoxenue b).
B ciygae BbICOKOW BepoATHOCTH Haimuuus JII' y CHMMOTOMHBIX IAIMEHTOB HUX PEKOMEHIYETCs
HAIpPaBIATh B DKCIEPTHBIE LIEHTPHI AJI JallbHEHIIero oOcleoBaHUs, BKIIOYas YPE3BEHO3ZHYIO
karerepuzanuio cepaua (UBKC). ¥V nanueHTOB € NPOMEXKYTOUYHBIM PHUCKOM JlajbHeEHIee
o0crenoBaHue 11€I€CO00pa3HO 00CYKAATh TOJIBKO MPU HAIUYUHM (PAKTOPOB PUCKA WU COCTOSIHHIA,
acconuupoBanHbix ¢ JIAIT wmmm XTOJII. HamportuB, mamumeHtsl 0e3 (akTopoB pucka u
accormupoBanHbix ¢ JIAIT u XTOJII' cocTossHuil HYXKOAOTCA TOJBKO B JIMHAMHYECKOM
9XOKapAHOTpadhUIeCKOM HAOIIOICHUN WA 00CYKIEHUU aIbTEPHATHBHOTO JHArHO3a.

bosbmioe 3nauenue npu nposeaeHnn OxoKI™ umeer onenka cuctoianueckoi Gynkiuun 10K,
KOTOpasi ompezaenseT nporHo3 nanueHtoB ¢ JIAI. B oriauume oT J€BOro JkeinyJouka,
cucroinyeckas (yHKIUS HPaBOro oOOECIeYMBAETCs B OCHOBHOM IIPOJIOJIBHBIM COKpaIlleHHEM
MHOKap/ia, 9YTO MO3BOJISET OLEHUTH €€ C MMOMOIIBIO TPOCTHIX AXOKAPAHOrpaPHUECKUX MapaMeTpoB,
TakuX Kak (paxiuonHoe usmeHenue ero ruiomaau (GUII), cucronnyeckas s3KCKypcHs MIOCKOCTH
TpukycnuganbHoro konblia (TAPSE), cucronnueckas CKOpOCTh KOJIbLIa TPUKYCIUJAIBHOTO
KJIalaHa B TKaHeBoM Jomnmieporpaduyeckom pesxkume (TASV), npononbHas nedopmanus (Strain),
ckopocTh nedopmanuu (Strain rate) ¥ MHAEKC MPOU3BOAMTEILHOCTH TpaBoro skemymouka (Tet

index) [69, 347].

- Pexomenayercs mpoBelieHuE 3XOKapAuorpaduu uypecnuieBogHoN mnanueHTam c JIIT mis
VCKITFOUCHUS BHYTPHCEPACUHBIX IIyHTOB [6, 70, 71].

- EOK mer (YA 5 VYP C)

Kommentapun: BeisBnenne BIIC — ogna w3 BaxkHbIX 3amad B auddepeHiuaibHo-
JMarHocTuueckoM anroputme 6osnbHoro ¢ JII'. Haubonee vactoit npuunHoil npexanwuispHoit JII
MO-TIPE)KHEMY OCTAIOTCSl CeNTalbHbIE Ne(EKThl, OTKPBITHII apTepUaIbHBIA MPOTOK, aHOMAaIbHBIN
JpEHaX JIETOYHBIX BEH M Apyrue, B ToM uucie cioxsble BIIC. Ilanuentam ¢ nmono3peHueM Ha
cenTajlbHble AEPEKThl WM YaCTHUYHbII aHOMAJBHBIM JApEHaX JIETOYHBIX BEH IIesIeco00pa3Ho
BBITOJIHATh YPECHUILEBOJIHOE W/MIM KOHTpacTHoe (co BcmeHeHHbIM 0,9% pacTBOpoM HaTpus
XJopusa) 3Xokapauorpapuyeckoe HCCIeOBaHWE B COYETAHMM C JPYTUMU  METOJlaMu
Busyanuzauuu (MPT, MCKT c koHTpacTHpOBaHHEM).

BeHTUNAUMOHHO-Nepdy3noHHasA cuMHTUrpadus ferknux

- Pexomenayercs mpoBeneHue cUMHTHTpAdUU JIETKUX TEpPy3MOHHOM B COYETAaHHH CO
CHMHTUTpaUECH JeTKUX BEHTHIAIMOHHON manueHTaMm ¢ JII' qns uckmouenus X TOJIT [6, 72-77].
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-EOKIC (YA 2 YYP A)

Kommentapun: Ilmanapnas seHTwisimuoHHo-niepdy3uonHas (B/I1) cuunTHrpadms nerkmx
SBIISICTCS CKPUHUHTOBBIM METOJIOM, MO3BOJISIOMIMM HCKIIOUYHUTH TpoMOosMmOonuueckuit renes JII'.
OtcyrcTBue nedexkToB nepdy3un mpu HOpMaIbHON BEHTHIISLIUU TO3BOJISIET C UYBCTBUTEIBHOCTHIO
90-100% mpotuB 51% B cmy4yae mpoBeIeHUsI MHOTOCPE30BOM KOMITBIOTEPHOH TOMOTpaduu JeTKUX
(MCKT) B anruorpaduyeckoM pexxume u crerupuaroctbio 94-100% uckmounts XTOJIT [73].
OCHOBHOE OrpaHHWYEHHE JAHHOTO METOJa — BBICOKAs [0S HEUH()OPMATHBHBIX PE3YJIbTATOB,
OCOOCHHO y TMAalMEHTOB cTapiie 75 JeT Npu HAIWYUU 3HAYMMOW MNaTOJOruM Jierkux. OgHako
nocrynHocts B/II crunturpadum nerkux B Poccuiickoit denepanum orpaHudeHa KpPYMHBIMU
HEeHTpaMu  (elepaibHOr0 3HAYeHUs, MO3TOMY B OOJBIIMHCTBE CIy4aeB  BBIOJIHAETCS
UCKJIIOUUTENIFHO IJIaHapHas mnep(y3uoHHas cuuHTUrpadus Jerkux. B asrToil cuTyarmuum ams
MCKJIIOYEHHSI JIETOUYHOM MaTOJOTUH BEHTUIISIIUOHHYIO CHUHTUTPA(UIO JETKUX MOXXHO 3aMEHHUTH Ha
perrrenorpaduio rpyaHoi kietku wim MCKT nerkux, BBIMOJTHEHHBIE HEJABHO 1O OTHOIICHHUIO K
cuuHTurpapun. Crienyer OTMETUTh, YTO Takas MpPAKTUKa Ha CETOAHSIIHUN [eHb HE HMeEeT
J0Ka3aTe’abHOi 0a3bl. B psme mccnemoBanuii ObUTO MOKa3aHO, YTO OJHO(OTOHHAST SYMUCCHOHHAS
komnbtorepHast Tomorpadgus (ODPIOKT) mpeBocXxoIuUT MO YyBCTBUTEIBHOCTH IutaHapHyro B/IT
CHMHTUTPApHUIO B IUIAHE HCKIIOYCHUS TPOMOOIMOOIMYECKOT0 TOPAXKEHHS pycia JIETOYHOH
aprepuu [74, 75, 76]. I[Ipu coBmectHOM ucnonb3oBanud ODIOKT 1 HU3K0/1030BOM KOMIIBIOTEPHON
tomorpaduu ans ckpununra XTOJII moxHo noBeicuth cienupuunocts OPIKT ¢ 88% no 100%
3a CYeT BO3MOKHOCTH OJHOMOMEHTHON JIMarHOCTHUKW TATOJOTHH JIETKHX Yy MAalleHTOB C
nedexramu niepdysun. Takoil HOBBIA TMOKa3aTelb, KaK WHACKC MepepachpenesieHus mneppy3un
Jerkux, u3MepeHssiil ¢ nomombo ODIKT, okazancs 3aMeTHO CHMXKEHHBIM Yy manueHToB ¢ JIAT
OpA CPaBHEHWH C HOPMAJIbHOM MOMYJSAIHEed, W MOXET B OmwkaidmieM OyIaymieMm craTh
NOTEHIMATBHBIM MapkepoM cocyauctoii maromorun MKK [77]. Hapsnay c 3tuMm, HemaBHO
MIOKa3aHO, YTO TaKas HOBAas TEXHOJOTHs, KaK TPEXMEPHOE MarHUTHO-PE30HAHCHOE Nep(dy3nOHHOE
KapTUpOBaHUE, O00JIaJaeT COMOCTaBUMON YYBCTBUTEIBHOCThIO mpu ckpuHuHre XTOJIIT ¢
TPaJAUIIUOHHO Nepdy3uoHHOM cuuHTHTpaduei [78, 79].

KomnbloTepHass Tomorpacdumsa opraHoB TrpyaHOM KINeTKu u aHruorpacwus
Nero4YHon apTepun 1 ee BeTBen

- Pexomennyercss mpoBefeHHE KOMIIBIOTEPHONW TOMOTpauu OpraHoB TpyAHOW MOJOCTH C
BHYTPUBEHHBIM OOJIFOCHBIM KOHTPAaCTHPOBaHMEM BceM marueHtam ¢ JII' i BBIABICHUS NPUYUH
3aboneBanus [6, 43, 72, 80-89].

- EOK IIaC (Y 2 YVP B)

Kommenrtapun: Kommnbiotepras tomorpadgus (KT) opraHoB rpynHoil moioctd  C
BHYTPUBEHHBIM OOJIIOCHBIM KOHTPACTUPOBAHUEM — IIMPOKOJOCTYIHBIH METOJ HCCIEIOBaHUS, C
MOMOIIIBI0 KOTOPOTO MOXKHO IOJIYYUTh BaXHYI0 HH(QOPMALMIO O MATOJOIMHU COCYJOB, CEepAla,
MIapEHXMUMBI JIETKUX U opraHoB cpepocteHus. 11o pesynbpraram KT MoXHO 3amono3puths Hanuudue
JIT', unentuduuupoBats npuuuny JII', takyro kak XTOJII' mnm 3a0oneBaHue JIETKUX, BBISBUTH
npusHaku JIAT-accormmpoBaHHBIX COCTOSIHMM (Hampumep, aunatauus nuiesoga npu CCJ wmm
HaJIM4YMe BPOXKIEHHOTO TIOPOKa Cep/lla), a TaKXKe MOJYyYUTh HH(POPMAIIHIO O MPOrHO3€ 3a00IeBaHUS
[80]. TToka3zano, 4uTo Takue MPU3HAKH, KaK YBEJIMUYCHHUE TUAMETpa JEro4Hoi aprepuu (>= 29 mm),
COOTHOILLIEHUE JMaMETPOB JIETOYHON apTepuu K Bocxonsauiel aopre >= 1,0 M cooTHouIeHHE
JIMaMeTpa CeTMEHTApHON apTepuu K auaMeTpy Oponxa Oojee dyeM 1:1 B Tpex WM YEThIpEX IOJISIX
JIETKUX, MMEIOT BBICOKYIO crenuduunHocts ans auarHoctuku JII [81, 82]. MCKT mno3Bomser
JIETaTbHO BHU3YAJIM3UPOBAaTh MAPEHXMMY M OLEHUTh WHTEPCTUIMAIBbHBIE WU3MEHEHUS JIETKUX Yy
MyJbMOHOJIOTMYECKUX MAIUEHTOB, IIOMOras TEM CaMbIM [PAaBUIBHO HMHTEPIPETUPOBATH
pe3yJbTaThl KOMIIJIEKCHOM OLleHKH (DYHKLMK BHEUIHEro AbixaHus. [loMumo 3T0oro, MynbTrucpe3oBas
KOMIBIOTEpHasE ToMorpadusi — 3TOo OcHOBHOM Meron nuarHoctuku BOBJI. Xapakreprbie
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M3MEHEHUsI B BUJI€ MHTEPCTUILMAIBLHOTO OTEKA JIETKUX C IEHTPAJbHBIMU 3aTEMHEHUSMH B BHJIC
"MaTOBOro cTekjga" M YTOJIIEHWEM HHTPAJOOYISPHBIX MEPEeropoJoK YyKa3blBAIOT Ha JHUarHo3
BOBJI; k JOMONHUTENHHBIM HAaXOJKaM CJEAyeT OTHECTH JIMM(aJeHONMAaTHI0O W BBIIOT B
ieBpasibHOM monoctu [83, 84]. CiemyeT OTMETHTh, YTO M3MEHEHHUS B BHJE '"MATOBOro cTekia'
TUNUYHBL Uil manueHToB ¢ XTOJII, sBIsASChH CIIEACTBHEM BEHTWIISIIMOHHO-TIEP(Y3UOHHBIX
HECOOTBETCTBUHU. Pexxe M3MeHeHus mo Tumy "MaTOBOro CTEKJa'" BCTPEYAOTCS y NAUEHTOB C
naneko 3amemmumu craausmu JIAD [80]. B kadecTBe NOMOMHHUTENBHBIX HAXOMOK, XapaKTEPHBIX
st JII, Hepenko BBIABISAIOTCS KajdblU(UKALKS U U3BUTOCTH JIETOYHOW apTepuu, ObICTpoe ee
cyxxenue K nepudepun, runeprpodus u aunaranus [1DK, yBenndeHrne COOTHOUICHHS TUAMETPOB
MIPABOTO U JIEBOTO XKEIYJO0UYKa, pacliupeHre OpOHXUANbHBIX apTepHil, a Takke 3a0poc KOHTpacTa B
nedyeHouHble BeHbl. MCKT opraHoB rpy/HO# KJIE€TKH C KOHTPACTHBIM YCUJICHHUEM U BBIIIOJIHEHUEM
BCHO3HOM M apTepHanbHOW (a3 sBisieTcss ocHOBHBIM MeTojoMm auarHoctuku BIIC, XTOJI wu
cocynuctbix Manbdopmaruii. Ilpu stom B ciyuae XTIJII' naHHBI METON BU3yalM3allMU pycia
JIETOYHOM apTepHuH MOMOTaeT B ONpPEAETICHUH OnepabeIbHOCTH MAMEHTOB, OlIeHUBasi MOP(OJIOTHIO
TPOMOOTHYECKOTO TMOPAKEHUSI pyClia JITOYHOW apTepuu: HAIWYHE OKKIIO3MH OCHOBHBIX WIIH
noneBbIX BeTBel JIA wnM mpeBanMpoBaHHME CETMEHTAapHOTO U CyOCEerMEHTapHOrO YpPOBHSA
MOpaKeHMsI ¢ HAJMYMEM BHYTPHCOCYAMCTBIX TsDKEH, ceredl mimu nepersbkek [85, 86, 87]. MCKT
OpPraHoB  TIpYyJHOHM  KJIETKH  SIBISETCA  BaXHbIM  HMHCTPYMEHTOM  CBOEBPEMEHHOIO
mudepeHIMATLHOTO IMarHo3a TAaKOTO TPO3HOTO OCIIOKHEHHS TPAHCKATETEPHOW OaJIIOHHOM
AQHTUOIUIACTUKU JICTOYHON apTepuH, Kak pernepdy3uoHHbIi oTek Jierkoro [88]. Takou
OTHOCHUTEIIEHO HOBBIM METOJI KaK JBYXIHEPreTHYeCKass KOMITbIOTepHas TOMOrpadus ¢ MOMOIIbIO
MOCTPOCHUS HOJHBIX KapT MO3BOJSET OLEHUTh COCTOSHHME Mepy3uH Jerkux 0e3 MpPUMEHEHUS
PaIUMOHYKJIMIHBIX  METOJOB  HccienoBanus. OJHAKO JAHHBIX O  YYBCTBUTEJIBHOCTH U
crenu(PUIHOCTH JaHHOTO MeToaa ¢ menbio auddepenuuansHoro auaraoza JIAI m XTOJII B
HACTOSIIEE BPEMS HEJOCTATOYHO JIUIsl PyTHHHOTO nmpuMeHeHus [89].

- Pexomenayercs mnpoBeleHHE aHruorpaduu JIETOYHOM aprepum W ee BeTBell npu
oOcnenoBanuu mnamMeHToB ¢ XTOJIIT u  BpoXIEHHBIMH aHOMANUSAMHU JJI1  OLIGHKH HX
ornepabenbHoCcTH [6, 72].

- EOK IIaC (YA 5 YVYP C)

Kommenrtapun:  MHBasuBHas  aHruorpadus  JIeTOYHOM  apTepum U ee  BeTBei
(aHruomysnbMOHOTpadusi) NOJKHA BKIIIOYATh B ce0sl MPSIMYI0O U OOKOBYIO MPOEKIUIO Ka)KJIOTro
JIETKOTO B peXHMe CyOTpakiuu U oneHuBaThecsi B couetaHun ¢ MCKT-anruorpadueii nerounoi
aprepun. PemeHue B MOJb3y BBINOJHEHUS TPOMOAHAAPTEPIKTOMUU U3 JIETOUHOM apTepuu WU
0aJUIOHHOM aHTUOIJIACTUKU BETBEH JIETOUYHOW apTepuH MPUHUMAETCS KOJIJIETHAIBHO B HKCIIEPTHOM
neurpe JII' [90]. AnrmomyneMoHorpaduss HeoOXomuMma s BH3YyalU3allMUd apTEPHOBEHO3HBIX
Manbopmaruii gerkux M HekoTopblx BIIC (OTKpBITHI apTepuanbHbI NMPOTOK, aHOMAJIbHBIN
JPEHaXX JIETOYHBIX BEH) Ul JalbHENIIEero 00CyXACHUSI BO3SMOXKHOCTH XUPYPTrHUECKOH KOPPEKIUH

[91].

- PexomeHnyercsi mMpoBeA€HHWE  MAarHUTHO-PE30HAHCHOM  ToMmorpaguu  cepAua Hu
MarucTpajibHbIX cocyoB nauuentam c¢ JII' 1as oneHku cTpyKTypHO-(QYHKIMOHAIBHBIX U3MEHEHHH
NPaBOTO JKENyJ0YKa U JIETOuHOM aprepun [92-99].

- EOK wer (Y12 YVP B)

KommeHnTapun: MarautHo-pe3oHaHCHass ToMmorpadusi cepina M MarucTpajbHBIX COCYJOB
(MPT cepana 1 MarucTpajibHBIX COCYJIOB) — 3TO TOYHBIM M BOCIPOU3BOJUMBIM METOJ B OIICHKE
pasmepa, Mopdosioruu M (QYHKIUH TMPaBOrO KEIyJ0uKa, OH MO3BOJSET H3MEPUTh KPOBOTOK
HEMHBA3UBHBIM CIOCOOOM, BKJIIOYasl YAAapHBIM 00beM, CepJeuHblil BBIOPOC, PaCTSHKUMOCTh
JIETOYHOM apTepuu M Maccy MpaBoOro XeIyAodka. Y MalMeHTOB ¢ mojo3peHueM Ha JII' Hammune
OTCPOYEHHOTO HAKOIUIEHWS] TaJOJINHUS, CHIDKEHUE pACTSDKMMOCTH JIETOYHOM apTepuu |
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PETPOTPaJHBII TOK UMEIOT BBICOKYIO MMPOTHOCTUYECKYIO 3HAUMMOCTh. [92, 93, 94, 95]. Onnako HH
oauH u3 napamerpoB MPT cepaina He no3BosisieT uckaounTh JII'. ¥V nanueHToB ¢ mogo3peHueM Ha
BIIC MPT cepamna mMoxeT ObITh MOJIE3HBIM METOAOM IPH HEOAHO3HAYHBIX pe3yibrartax IxoKI -
uccnenoanuss 1 MCKT. Jlanueie MPT cepamia MoryT MCmoiib30BaThCsi B OLIEHKE IMPOTrHO3a Y
narueHToB ¢ JIAL [96, 97, 98]. MP-anruorpadusi ¢ KOHTPACTHBIM YCHJICHHEM U 0€3 HEero MMEeeT
CBOM TMEPCIEKTUBBI B M3YYEHUHU COCYJIHUCTOrO pycia y HNalUeHTOB ¢ mnpeanonaraemord XTOJIT,
0COOCHHO y OEpEeMEHHBIX MPHU TOJO3PECHUU HA XPOHUYECKHE TPOMOO3BI, MOJIOBIX MAIIMEHTOB U
Ipy HAJIMYUHM TPOTHBOIIOKA3aHUNW K HCIHOJB30BAHUIO HOJOCOAEpKAIIMX KOHTPACTHBIX CPEICTB

[99].

- PexomeHtyercs mnpoBesieHue yabTPa3ByKOBOI'O HUCCIIEIOBAaHUS OPraHOB OPIOIIHOM MOJI0CTH
(KOMIUIEKCHOT0) BceM marerTaMm ¢ JII' i MCKITIoYeHHs MaToJOTHH TEeYeHH W/WIM MOPTaIbHON
runeprensun [6, 100].

-EOKIC (YOO 5 YYP C)

KomMmenTapuu: YabpTpa3BykoBOe HCCIEIOBAaHUE OPraHOB OPIOIIHON MOJIOCTH MOXKET MOMOYb
B JuarHoctuke Takux JIAI'-acCOUMUPOBAHHBIX COCTOSAHMM, KakK IMOpTajdbHAas THUIIEPTECH3UA.
[IpuMeHeHne KOHTPACTHBIX CPEACTB M LBETHOIO JOMIUIEPOBCKOTO KapTHUPOBAHUS IOBBIIIAET
TOYHOCTH JUAarHOCTHKU. OAHAKO HAJIMYME MOPTAIBHOW THUNEPTEH3UHU MOXKET OBITh JOCTOBEPHO
MOATBEPKJICHO WM HCKIIYEHO TOJIbKO BO Bpems BbionHeHUss UBKC nyrem wu3mepenus
rpaJiu€HTa JaBJICHUS MEXJY CBOOOJHBIM JIaBJICHHEM B TICYCHOYHOW BEHE U JaBJICHUEM
3aKJIMHUBaHUA B nieueHoyHoi BeHe [100].

- He pexomenayercs npoBeneHue Ouorncuu jierkoro namuentam ¢ JIAT mist Bepudukaimm
nquartosa [6].
- EOK IIIC (YA 5 YYP C)

LIpesseHosﬂaﬂ KaTeTepusauusa cepaua

- PeKOMeHI[yeTCH IMPOBCACHHUC Ilpe?»BeHO3HOI\/'I KareTepuszanuum cepana IMmanueHTaM C
HOI[O?;peHHeM Ha HaAJIN4YHue HAF JJIA HOI[TBGp)KI[eHI/ISI anariosa u OHpC]ICJ'ICHI/IH TAKTHKH JICHCHUSA
[6, 12, 43, 101-114].

- EOK IC (Y1 3 YYP B)

- Pexomenayerca mpoBeseHHE UPE3BEHO3HOM Karerepusanuu cepaua nanueHtam ¢ XTIJIT
JUTSE IOJTBEPIKICHHUS TUarHo3a U ONpe/Ie/IeHUs TaKTUKH Jiedenus [6, 12, 43, 101-114].
-EOK IC (Y113 YYP B)

- PexomeH TyeTcs MPOBOUTE YPE3BEHO3HYIO KaTeTepH3aIliio cepaa nanuerram ¢ JII' Toapko
B YCJIOBUSAX JKCIIEPTHOTO LIEHTPa BBUIY CIOKHOCTH BBIMOJTHEHHUS M MOTEHIUATBHBIX PUCKOB IS
HanreHTa, CBA3aHHbIX C mporeaypoi [6, 12, 43, 101-114].

-EOKIC (Y113 YVYP B)

- Pexomenayercs BBINOJHEHHE AMArHOCTUYECKOM YPE3BEHO3HOM KaTeTepu3aluu cepiia
narrentam ¢ BIIC mns orerku onepabdensroctH [6, 70, 71].
-EOKIC (YOO 5 YYP C)

- Pexomenayercs mpoBeneHHE UPE3BEHO3HOW KaTeTEpU3AIMKM CepAla TMalueHTaM C
MaTOJIOTHEH JIEBBIX Kamep cepimna (Tpymma 2) WM Taroioruei jerkux (rpymma 3) mepen
TpaHCIUTaHTAIMEH Cep/lia, JETKUX MM KOMIUIeKca cepate-ierkue [6, 217, 219].

-EOKIC (YA 5VYYPC)
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- PexomeHayeTcst paccMOTpEeTh BO3MOXKHOCTb IPOBEICHHMS YPE3BEHO3HOHM KaTeTepH3alliu
cepiua y MalMeHTOB C IOJ03pEHHEM Ha MaTOoJIOTMI0 JIEBBIX KaMep cepiaua (rpymnma 2) uiu
natoysioruto  Jierkux  (rpynma  3) mnpu  HedP(PEKTUBHOCTH  CTAHAAPTHOM  Tepanmuu  JJis
nuddepeHIraIbpHOro Juarno3a 1 Beibopa crpareruu jedenus [6, 12, 43, 101-114].

- EOK IIbC (YO 5 YYP C)

- PexoMeHiyeTca mpoBeJeHUE YPE3BEHO3HOM KaTeTepu3anuu cepia y nanueHtos ¢ JIAI u
XTOJT nnst ouenku 3¢ dexTuBHOCTH Jeyenus [6, 12, 43, 101-114].
- ESC IIaC (YA 5 YYP C)

- PexomenaoBaHO M3MEpEeHHE KOHEYHO-AUACTOIMYECKOTO JIaBJICHUS B JICBOM IKEITYJOUYKE
(KO4J JDK) mammentam ¢ JIIT B paMkax 30HIMPOBaHUS KaMmep cepAla MpH HEBO3MOXKHOCTH
OTIpeIeIICHNs IaBJICHUS 3aKJIMHUBaHuUs Jierounoit aprepun ([13J1A) [6, 101-110].

- EOK IIaC (YA 5 YVYP C)

KommenTapuu: [{ns Bepudukanuu JII', onpeaeneHus: reMOJMHAMIYECKOTO BapUaHTa, OICHKU
CTENEHNU TeMOJMHAMHUYECKUX HApYLIECHUW, a TAaKXKe IJIsl IPOBEICHUsI Ba30PEAKTUBHOIO TECTa Y
naruenToB ¢ MJIAT, nacnencrBennoit/nekapcreennoit JIAD II-1II @K moka3zana 4pe3BeHO3HAS
karerepuzaius cepana (UBKC). UBKC nomkHa NpoBOAUTHCS MOCTE BBIMOJIHEHUS BCEX OCTATbHBIX
METOJIOB 0OCJTIeOBaHUs JUISl CYKCHHUS TPYIIBl MAIUEHTOB, TPEOYIONMX KaTeTePU3AIIHH.
Pe3ynpTaThl MHBAa3UBHBIX W3MEPEHUUW T€MOJAMHAMUKH CIIEyeT WHTEPHPETUPOBATH B KOHTEKCTE
KJIIMHUYECKOW KApTHUHBI M JAHHBIX BHU3YAJIM3UPYIOIMIUX METOJIOB HCCIIEIOBAaHHS, B OCOOCHHOCTHU
Ox0oKT'. Tlpouenypa UBKC umHBa3uBHas, HO pUCK Pa3BUTHUS OCJIOKHEHUW IPHU €€ BBINOJHEHUU B
akcnepTHbIX IieHTpax JII, B Tom umcne u ¢aransubix (0,055%), kpaitne Huzok [101]. UBKC
ABIIICTCS. TEXHUUYECKU CJIOXHOW MPOLETypOi, TPEOYIOLIEH OT HCIOJHUTENS JTOJDKHOTO OIBbITa U
BHUMAaHUS K JIETAJISM JIJIS TIOTYYCHHS KIIMHUYECKH T0Jie3H0H nHpopMarmu. OcobeHHOe BHUMaHUE
cienyeT yAensaTh CAEAYIOIUM MOMEHTAM:

- HccnenoBanue npoBOOUTCS B IMOJIOKEHUHU JIEKa HA CIIUHE, C MOCTOSHHBIM MOHUTOPHUHIOM
OCHOBHBIX (hu3nosoruyeckux napameTpoB. CoCyAMCTBIH AOCTYN 4epe3 BHYTPEHHIOI SPEMHYIO
BEHY HMEET NPEeUMYILECTBO IMEepe]l HCIOJb30BAHUEM JIPYTMX BEH, IIOCKOJbKY SIBJISETCS
KpaTyaiIliuM K NpaBbIM Kamepam cep/ua.

- BHemnuii npeoOpa3oBarens AaBiieHUs (TpaHCAbIOCEDP) JOKEH ObITh OOHYJIEH B MOJOKEHUU
nalMeHTa Jieka Ha CIHMHE Ha YPOBHE CPEIHErpyJHOW JIMHUM, KOTOpas pacCUMTHIBAETCS Kak
MIOJIOBUHA PACCTOSIHUSI MEXIYy IepelHed TpyAMHHON JIMHHUEH U TOBEPXHOCTBIO KpOBaTH U
COOTBETCTBYET YPOBHIO JieBoro npexacepaus [102].

- JlaBneHue AOKHO OBITH U3MEPEHO B JIETOYHOM apTepuu, B nosoxenuu J(3JIA, B mpaBom
JKEIIyI0UYKEe U MPaBOM INpeacepann. Bee n3MepeHus IT0JKHBI BBIIOIHATHCS B KOHIIE HOPMaJIbHOIO
BbII0Xa. [IpH ncnosp30BaHny kaTeTepa ¢ OAIJIOHYMKOM Ha KOHIlE, OaJUIOHUUK CIIEeyeT pa3ayBaTh B
IIPaBOM MpPEACEPAUH M TOCIEA0BATENbHO IMPOJBUTATh A0 JOCTHKEHHUS MO3ULUU 3aKIMHUBAHMUSL.
Henb3s cayBath U pa3ayBaTh OaNIOHYUK B AUCTAILHOM OT/IEJE JIETOYHOM apTepuu, Tak KaK TaKkou
MaHEBp CBSI3aH C PUCKOM pa3phbiBa JierouHoi aptepun. J[3JIA sBisiercs cypporaTHbIM MOKa3aTeaemM
nasieHus B jesoM npencepaun u K JOK, mostomy B pacuer cienyer Oparh cpegHee U3 Tpex
u3MepeHuil. B ciydyae coMHeHMs Ui MOATBEPXKIEHUS JOCTHXKEHUS TOJIOKEHUS 3aKJIMHUBAHUS
BO3MOXEH OJHOMOMEHTHBIN 3a00p KpOBHM Ha aHalU3: caTypauus B 3a0paHHOM oOpaslie KpOBH
JIOJDKHA COOTBETCTBOBATh YPOBHIO B cicTeMHOM KpoBoToke [102]. Matepnperammto [I3JIA crnenyet
IPOBOAMTH C YYETOM KJIMHMYECKHMX JAaHHBIX, TaK KaK y OJHOTO M TOTO K€ MalMeHTa 3TOT
MOKa3aTeslb MOKET MeHAThCsI ¢ TeueHneM Bpemenn [103]. K1 JIXK tak ke, kak u JI3JIA, otpaxkaet
JIaBJIEHUE B JIEBOM IpEJICepANU. DTO OOCTOSATENBCTBO CIYXKHUT (PU3UOIOTHYECKUM 00OCHOBaAHHEM

22 n3 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgaumm — JlerovHas runepTeHsns, B TOM Yucne XpoHudeckas Tpomboambonuyeckas nerovyHas runepTeHsns —
2020 (03.06.2021) — Y1BepxaeHbl MuHsapasom PO

BO3MOXKHOCTM  HUCIIOJIB30BaHUS B pacuetax  mokaszarenedl  remoguHamuku — MKK
(TpaHCIyIbMOHAJIBLHOTO TpajiueHTa U JieroyHoro cocynucroro comporusienus) K/ JDK Bmecro
J3JIA B ciydasgx TEXHHYECKHX 3aTpyJHEHUH C JOCTMKEHHEM 3aKIMHMBAHMSI BETBHU JICTOYHOU
aprepun. O1HaKO HEOOXOAUMO MOMHHUTB O TOM, YTO IPH TSHKEJIBIX MOPOKAX MHUTPAIBHOTO KJlaraHa
(MUTpaJIBHOM CTE€HO3€ WiIH MuTpainbHoW HepocratouHoctu III-IV cr.) K/ JDK HenooueHuBaer
JaBJICHUE B JIEBOM MpPEACEPAMHM U, TaKUM OOpa3oM, HE MOKET HCIOJIb30BaThCS MJISl PacyeToB
nokazareneil remoauHaMukn MKK. Cnenyer moMHUTB, 4TO y NALIUEHTOB C 3a00JIEBAaHUSIMU JIEBBIX
kamep cepana JI3JIA MoxeT cHUKaThCsa MeHee 15 MM pT. cT. Ha (oHe Tepanuu aguypetukamu [ 104,
105, 106]. B momo0HBIX ciyyasx, a Takxke I mpoBeneHus auddepeHnnanbHoro 1narno3a Mexmy
JIAT' u JII' BchaeacTBHME AMACTOIMYECKON IUCYHKIIMM JIEBOTO KEIyJ0odKa OOCYyKIaeTcs
BO3MOXKHOCTh POBEIEHHsI OCTPOil BOJHOW Harpy3ku B Buje OomtocHoro BBeneHus 500 mi 0,9%
pacTBOpa HaTpus Xjopuaa ¢ moBTopHbIM u3MepenueM JI3JIA [107]. Oanako B Hacrosinee BpeMs
OTCYTCTBYIOT  yOenuTeNnbHBIE  JIOKA3aTeNbCTBA,  IMOATBEpXKIAmOIME  0e30MacHOCTh U
JUArHOCTHYECKYIO LIEHHOCTh TaKOro MOJX0/a, YTO OTpaHUYMBAET €ro pyTUHHOE npumMeHeHue [108,
109, 110]. [na nneHTHPHUKAINN TTAMEHTOB C IUACTOIMYECKON TUCHYHKINEH JIEBOTO JKEIyI049Ka,
a TakKe JJIsl TUHAMUYEeCKOro HaOII0/IeHUs MAllUeHTOB C YPOBHEM CPEIHEro JaBlCHUS B JIETOUYHOMN
aprepun (20-24 MM pT. CT.) MOXeT OBbITh Mmosie3Ha orneHka remoanaamMukn MKK nipu ¢pusmueckoit
Harpyske [12, 11, 112, 113]. OpHako Ha CETONHALIHUN JE€Hb OTOT METOJA TaKXKe He
CTaH/JAapTU3UPOBAH U HYKIAETCsS B JAJbHEHIIEM HCCIEIOBAHUU NEpe]] BHEAPEHUEM B PYTHHHYIO
KJIMHUYECKYIO IPAaKTUKY [43].

- Bo Bpemst karerepu3aluu 10JKEH OCYLIECTBIATHCS 3a00p apTepHalibHOM, BEHO3HOM KPOBU
U3 TPaBOTrO MpEeJCepIus U CMEIIaHHOW (JieroyHas apTepus) BEHO3HOW KPOBU C OINpeAesieHUEM
ra3oBOr0 COCTaBa KPOBH B YCJOBHAX JbIXaHHS aTMOC(EpPHBIM BO3IYyXOM M B OTCYTCTBHHU
uHTamsAuu  kucnopoga**. Ilpu momo3peHHMH Ha AaHOMANbHBIA JpPEHa)XX JIETOYHBIX BEH
JIOTIOJTHUTEIIFHO JTOJDKEH OBITh OCYIIECTBIICH 32a00p KPOBH UIsi OKCUMETPUH U3 BEpXHEH W HIKHEU
noJibiX BeH. Carypalius KUCIOpoAa B JIETOYHOU apTepuu > 75% CBUIETENBCTBYET O HAJTUYUHU JIEBO-
IIPABOro UTYHTUPOBAHUS KPOBH U TpeOyeT HaCTOPOKEHHOCTH B oTHOLeHnH Hanuuus BIIC.

- MunyTHBIH 00BEM KpPOBOOOpAIIEHHS CIEAyeT HU3MEPATH METOJAOM TEPMOIMIIONMUA WU
pSIMBIM/HETIPSIMBIM MeToAoM Duka. PekoMeH0BaHO TPEeXKpaTHOE U3MEPEHHE MUHYTHOTO 00BheMa
KpOBOOOpAIIEHUsI METOAOM TEPMOIUIIOIHNH, IOCKOJIBKY JTOT METOJA TO3BOJSET MOMyYUTh
JIOCTOBEPHBIE PE3YJIbTATHl JJAXKE y MAIMEHTOB C HU3KUM CEPACYHBIM BBIOPOCOM W/ TSKETIOU
TPUKYCIHJAIBbHOW peryprutanmerd [114]. YV manueHTOB ¢ BHYTPUCEPACYHBIMH IIYHTAMHU IS
WU3MEPEHHS CEPJICUYHOTO BBIOpOCA JODKEH MPUMEHATHCS TOoJMbko MeTon duka, Tak Kak METOJ
TEPMOJWIIOIMU B JAHHOM CJIy4ae HETOYEH BCIIEICTBHE paHHEW peuupkyisuuu BBeaeHHoro 0,9%
pactBopa HaTpus xiopuaa. Jlns BbIONHEHUs pacueToB merogoM Duka TpeOyercs mnpsamoe
U3MEpEeHHe MOTPeOJSeHUsI KHUCIOpoAa, KOTOpPO€ MajoJIOCTYIHO B IIMPOKOM mnpaktuke. I[lpu
HenpsiMoM MeTojie DHKa UCIIONIb3YeTCs MOKa3aTelb TOJDKHOM MOTPEOHOCTH B KUCIOPOJE, KOTopas
pacCUUTHIBAETCA MPOTPAMMOM MCXOJSl M3 POCTa U Beca MalueHTa. Takoil moaxoi MpHeMIIeEM, HO
JIOCTOBEPHOCTb METO/IA B TOM CJ1y4ae HECKOJIBKO CHUKAETCH.

- JlanHble, MOJIy4eHHbIE pacueTHbIM nyTeM u3 nokazateneid UBKC, Bkitowaromue cpegHee
JlaBJIeHUEe B JIETOYHOM apTepuu, TpaHcnyibMoHanbHbI rpagueHt (TIII), nmacronnyeckuii
nyabMoHanbHbIM Tpaauent ([II), nerounoe cocyaucroe comnpotusnenue (JICC) u ceprednsiit
unaekc (CH), ncnonp3yroTcs B oNpesieieHny reMoauHaMudeckoro BapuanTa JII' u crpatudukanuu
pucka nmanueHToB. @opMyJibl pacyeTa OCHOBHBIX IN'€MOJMHAMHYECKUX IMOKA3aTeJIed MPUBEICHBI B
tabiuue 8 (Ilpunoxenue b).

- PexomennoBano mnamuentam c WIIAIL, nacnenyemoit JIAL, JIAI, wunHgynupoBaHHOMN
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MIPUEMOM JIEKAPCTBEHHBIX IPENapaToB WIM TOKCHMHOB, MPOBEJICHUE Ba30PEAKTUBHOIO TECTa BO
BpemMs UBKC s onpeneneHuss mnOTEHIUANbHOW 3(G(EKTUBHOCTH JIEUEHUS OJOKATOPaMH
"meieHHbIX" KanbieBbix kaHaioB (BKK) [6, 43, 115, 116].

-EOK IC (Y 5 YYP C)

- PexoMeHi0BaHO mpoBezieHME Ba3opeakTUBHOro tecta mauueHtam ¢ WJIAIL, nacineagyemoii
JIAT, JIAT', uHIyuupoBaHHON MNPHEMOM JIEKAPCTBEHHBIX MpenapaToB WJIM TOKCHHOB, TOJBKO B
YCIIOBUSX AKCIEPTHOTO LIEHTPA B CBSA3HM CO CIOKHOCTBHIO BBIIIOJIHEHUS U MHTEPIPETALUHN JaHHbBIX
[6, 43, 115].

-EOKIC (YOO 5 YYP C)

- Pexomenayercs mnpu MNpOBEACHUM Ba3OpeakTHUBHOro Tecta mnamueHtam c¢ WJIAT,
Hacienyemoint JIATY, JIAT', nHAyIMpPOBaHHON IPUEMOM JIEKAPCTBEHHBIX MPENapaToB UM TOKCHUHOB,
B KauecTBe Bazoamiataropa MKK npumensts naransuuonasii NO [6, 117].

-EOKIC (YA 5 YYP C)

- Pexomenayercs paccMOTpeTh BO3MOYKHOCTh NPUMEHEHMS] MHTAISIUOHHOTO HIIONPOCTa B
kadectBe Bazoamiararopa MKK npu nmpoBenenum BazopeaktuBHOTo TecTa marueHtam ¢ WMJIAT,
Hacnenyemont JIAT, JIAT', uHAynupoBaHHON MPUEMOM JIEKAPCTBEHHBIX NPENApaTOB WM TOKCUHOB
[6, 117].

- EOK IIbC (Y1 5 YYP C)

- PexomMeHIyeTCsl IPUMEHSTh CIICAYIONUE KPUTSPHUHU IS OIICHKH Ba30PEaKTHBHOT'O TECTa KaK
TIOJIOXKHUTEIBHOTO: CHIDKEHHE CPEIHETO JABJICHHS B JICTOYHOH apTepuu Ha >= 10 MM pT. CT. mpu
YCIIOBUU JIOCTH)KCHUS a0COMIOTHBIX 3HAYCHH <= 40 MM PT. CT. B COYCTAaHUU C HCM3MEHHBIM WIIH
YBEJIMUYHMBIIUMCS CEPICUHBIM BbIOpOcoMm [6, 43, 115].

-EOKIC (YOO 5 YYP C)

- He pexomenayercs ucnons3oBath BKK, kucnopon™**, cunaenadun u npyrue mpenaparsl,
cHkaromue aasieHue B MKK, npu npoBeneHun ocTporo Ba3opeakTUBHOIO TECTa MAlUEHTaM C
NJIAT, nacnenyemoii JIAI', JIAI', "HAYIMPOBaHHON NPUEMOM JIEKAPCTBEHHBIX IMPENapaToB WIN
TOKCHHOB [6, 43, 115].

- EOK IIIC (YA 5 YYP C)

KommenTapun: KputepueB MnonokUTEIbHOTO Ba30pEaKTUBHOIO TECTa JOCTUTAOT He Oolee
10% mnaumentoB ¢ WJIAIL. Ilpum oTpunaTesbHOM Ba30pEaKTUBHOM TECTE€ WM HEBO3MOXHOCTH
BBINIOJIHEHMS BazopeakTuBHOro tecra tepanus bKK He nokasana.

KopoHaporpadcus

- PekomentoBaHo npoBejieHne KopoHaporpaduu nanuentam ¢ JIAI npu Hanuyuy CUMITOMOB
CTEHOKapIuH WU (PaKTOPOB PUCKA UIIEMUYECKOM O0JIe3HU cep/iiia, a TaKkkKe MNP IUIaHUPYIOILEMCs
ornepaTuBHOM siedenun X TOJII unu nepen TpaHcIuiaHTale Jierkux y nauentos ¢ JII' [6, 346].

-EOK IIaB (YA 5 YVYP C)

2.5. MUHble guarHocTuyeckme nccnenoBaHus

FeHeTUYeckoe obcrnepgoBaHue

I'enetnueckoe  KoHcynbTHpOBaHWe nanueHtaMm ¢ JIAIT  cnemyer nmpemnaratb B
UHAMBUAYaIbHOM 1nopsAake. (€ ydyeToM BO3MOJKHOTO  BIMSHHUS — IOJIOKUTEIBHOIO  WIH
OTPHULIATEJIBHOTO  pe3ysibTaTa Ha IICUXOJOIMYECKOE COCTOSHHME OOJIBHOTO T€HETHUYECKOoe
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TECTUPOBAHUE M KOHCYJIbTAI[UU CIEAYEeT MPOBOJUTH B YCIOBUSAX MYJIbTUIUCHUIIMHAPHOTO
OAX0Aa C MPHUBJIEUYEHHEM clenHaIucToB 1o JII', KOHCYIbTaHTOB T€HETHMKOB W IICHXOJIOIOB.
['eHeTnyeckoe KOHCYIbTUpOBaHUE U CKpUHUHI BMPR2-myranum pekomeHayeTcsl mauueHTaM co
criopanuueckumu popmamu UJIAT, JIAT, acconumupoBaHHON ¢ TPUEMOM IIPENapaToB /IS JICUSHUS
OXKHPEHHUsSI LEHTPAJIBbHOTO JieiicTBuUs, 1 ceMeiHbix (opmax JIAD [37]. Ecmu BMPR2-mytanus He
oOHapyxeHa, To marueHtaM ¢ cemeiHoi JIAI, mammentam ¢ MJIATT momoxe 40 et wiu mnpu
Bo3HUKHOBeHUH JIAD' y mamueHTa ¢ ceMeWHbIM aHaMHE30M HAcCJEeJICTBEHHOM TreMopparnueckoi
TEJICAHTHOIKTA3UHU MOXKET OBITh MPEUIOKEH CKPUHHUHT Ha Hanuuue myrtanuii B reHax ACVRLI u
ENG. Ilpu orcyrctBumn myranuit BMPR2, ACVRL1 u ENG-reHOB BO3MOXEH MOUCK 00Jiee peIKiX
myTtaruii (KCNK3, CAV1 u tak nanee). IlarimeHTOB CO criopaauveckoil WiM ceMeiHou (hopmoii
BOBJI/JIKI' cnenyer oGcnenoBare Ha Hamuuue EIF2AK4-myranmii [118]. IlpucyrctBue
onamensHoit EIF2AK4-myranmm nocrarouHo ayis noarBepkaeHus awarnoza BOBJI/JIKDT Ges
TUCTOJIOTMYECKOI0 MCCIeA0BaHusA. BBuay Maioil JOCTYNMHOCTHM TI'€HETHMYECKOTO TECTUPOBAaHUS
opdannoit marosormu B Poccuiickori denepanuyu TEHETUYECKOE TECTHPOBAHME OTHOCUTCA K
JIOTIOTHUTEIBHBIM METOIaM 00ciieJoBaHusl y nanueHToB ¢ JIAT.

- PexomeH0BaTh B MHAMBUIYAJIbHOM MOPSJIKE MPOBEICHUE T'€HETHUYECKOIO TECTUPOBAHUS
nanuentam ¢ WJIAT, cemeitnoit JIAI' u JIAI, accounmupoBaHHOW C MPUEMOM MPEMApaToOB s
JICUCHUSI OKUPEHUS LEHTPaIbHOrO ACHCTBHS, a Takke OECCHMMITOMHBIM POJCTBEHHUKAM MEPBOU
JIMHUAHU TAIMEHTOB C M3BECTHBIMU MYTAIIMSIMK TS BBISIBJICHHSI TPyl prcka pa3sutus JIAT [37].

- EOK wer (Y15 YYP C)

2.6. iInarHoCTU4YeCKUN anropmuTm

C yderom HeoOxomumoctu paHHer muarHoctuku JIAT m XTOJI, 3aboneBanuii ¢ kpaiiHe
HEeOJIaronpusATHBIM IPOrHO30M, AUArHOCTUYECKHUH alropuT™ ObLIT IepecMOTpeH sKcnepTamu B 2018
roJly U ONTUMHU3UPOBAH IIYTEM YETKOTO pa3rpaHUuEHUs IEPBUYHOIO 00CIeI0BaHNUS MTAllUEHTOB BHE
skcnepTHoro neHtpa JIAI' u nanbHeiiero cnenuaau3upoBaHHOIO 1000C/Ie0BaHUs OTOOPAHHBIX
NAlMEHTOB B OJKCIepTHOM IlieHTpe. Kpome TOoro, mosBuiach omnuus OBICTPOHl OTHpaBKU B
DKCIEPTHBIN LEHTP MAlMEHTOB, OTHOCSIIMXCS K KaTeropuM BBICOKOro pucka passutusa JIAIL, a
TaK)Ke C BBICOKOM M MpoMexyTouHoi BeposiTHOCThIO JII' mo manubiM OxoKI'. K aToli xateropun
otrHocsitess manueHTsl ¢ C3CT, BIIC, nopranbhoit rumeprensueid m BUY-undexumeit [43].
JuarHoctuueckuii anroput™ rnpezactanied Ha pucyHke | (IIpunoxenue b).

OOcnenoBaHne HauyMHAeTCs C MOMEHTa mnpeamnonoxeHus Hamuuuss JII' y OosbHOrO.
Hocratouno uacto JII' oOHapyxuBaroT ciydailHO BO BpeMsl TpaHcTopakaibHoro OXoKI'-
WCCIIEOBAHMsI, BBIIOJIHAEMOIO IO JpyrMM mokasaHusM. OxoKI'  sBisiercds OCHOBHBIM
UHCTPYMEHTOM CKpUHHMHTa, Kiaccuduuupys BeposTHocTs Hamuuus JII. Ilpu BbIsBIEHUU
IIPOMEXKYTOUHOM WM BBICOKOW BeposTHOCTH JII' mammeHThl BbIcOKOro pucka paszutus JIAT
JIOJDKHBI HE3aMEJUIMTENbHO HANpaBIATbCS B OKCHIEPTHBIM LeHTp Uit gooOcnenoBanus. s
COTJIACOBAHUS ATOTO IIIara MOKET IMPUMEHATHCS 3a0YHAsl WU TEJIEMEIUIMHCKAs KOHCYJIbTALUS CO
cneunanuctoM JIAT-nentpa. Ilanmentam ¢ Huskoi BeposiTHOCThIO JIIT M (akropamu pucka
pazsutusa JIAI' wim XTOJII' nmoka3zano amOynaropHOoe IMHAMHUYECKOE HAOJNIOJIEHUE IO MECTY
JKUTENIbCTBA ¢ nepuoaudeckuM BainosHeHHeM OxoKI'. K 3Toil rpymme nanmeHToB OTHOCSTCA,
HaIpUMep, MaLKUEHTh ¢ XpOHUUYECKO TpoMOoaMbonyeckoit 6one3npto erkux (XTOBJI).

VY nanMeHToB ¢ MPOMEXKYTOUHOM M BBICOKOI BeposiTHOCTBIO JII' Ge3 3HauMMBIX (haKTOpOB
pucka JIAI' mo mecty >KHUTEIbCTBA JOJKHO OBITH MPOJOJKEHO OOCIeNOBaHHE JUIsl CKPUHUHTA
XTOJII'. bBonbHble ¢ HaTU4YMeM BEHTWISALMOHHO-TIEPPY3HMOHHBIX JePEKTOB MOTYT TaKXKe
HaANPSIMYIO HaIllPaBJIATbCS B SKCIEPTHBINA LIEHTP, I71€ OHU BKIIIOYAIOTCS B aITOPUTM 00CIe10BaHUS U
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onenku onepadensHocTr XTOJII. B xone ganeHelimero obcienoBanus 601bHOTO (COOp aHaMHe3a
3a0oneBanus W kanoO, QusukanbHbE ocmotTp, OKI, peHTreHorpamMma TpYAHOW KIICTKH,
UCCIieIoBaHHe (PYHKIIMU BHEUIHETO JIBIXaHHS C OLEHKON MU(QYy3MOHHOH CHOCOOHOCTH JIETKUX U
KT opraHoB rpyaHOH KISTKHM C KOHTPAaCTHBIM  YCHJIGHHEM TMpPH  HEOOXOJAUMOCTH)
UACHTUPUIUPYIOTCS Hanbosee yacTeie mpuunHbl JII': cepredno-cocyaucras natonorus (rpymmna 2)
u 3abosieBanus Jerkux (rpynma 3). Ilamuentsr ¢ JII', "mpomoprimoHaibHOW" BBISIBICHHOM
NaTOJIOTUH, TPEOYIOIIME TOJIBKO JICYCHUSI OCHOBHOTO 3a00JIeBaHUS, BBIBOJSATCS W3 JTAIbHEHINIEro
oOcienoBaHusl M HAOMIOAAIOTCS MO MECTy >KUTenbcTBa. OcTanbHble OOJIbHBIC HAIMPABISIIOTCS B
OKCIIEPTHBIN LEHTP JUIs YriyoleHHOro oocnenoBanus u BeinonHeHus YBKC [43].

B skcnmeprHom 1uentpe JIIT mepecmaTpuBaroTCs  pe3yNbTaThl  PAHEE  BBITOJIHEHHBIX
MCCJIEJOBaHMM, TPU HEJOCTATOUHOM JUIs IPABUIbHOW TPAKTOBKU KAYECTBE UCIIOJIHEHUSI HEKOTOPHIE
UCCIIe10BaHus MOTyT NOBTOpAThCA. Hannuue JII' u ee remonHaMuuecKUil BapuaHT OLIEHUBAOTCSA
no cpenctam BbinosHeHuss UBKC u npu HanmuMu noka3aHUM Ba3OpeakTHUBHOro TecTta. B
3aKJIIOUYEHHE Yy TAIMeHTOB C YCTaHOBJIEHHBIM 1uarHo3oM JIAIT mpoBomsaT Oornee TOUHYIO
JUMArHOCTUKY B mpenenax kiumHudeckod rpymmbl 1 (JIAIY) m xknuHudeckoi rpynmsl 5 (mpyrue
penKue CcoCTOsiHUSA). B CHOXKHBIX KIMHUYECKUX CHUTYallusiX W TpU OLEHKe orepadeabHOCTH
nanmpentoB ¢ BIIC wu  XTOJII' Heobxomumo  OOCyXKIeHHWE  BEIEHUS  MAlUEHTA
MYJIbTHIUCIMIUIMHAPHON KOMaHJIOM CIEUMAaJIMCTOB, BKIIOYAIOUIMX BPauyel-pEHTIC€HOJOTOB H
Bpauci-kapauoxXupypros [72]. B HEKOTOpBIX Ciydasx HpU CIOKHOCTH TOYHOM KJIACCH(pHUKAIINU
reMoJMHamMuueckoro Bapuanta JII' B yclOBHAX SKCHEPTHOIO LIEHTPAa BO3MOYKHO IIPOBEICHHE
npoOHOM crenuHUUecKod Tepanuu C IOCTOSSHHBIM MOHHTOPHUPOBAaHHEM €€ 0e30mMacHOCTH,
3¢ (HEKTUBHOCTH U IEPECMOTPOM CTPATETHH JICUCHHS ITPH HeoOxoaumoctu [43].

2.7. OueHKa cTeneHU TsXKeCTU 3aborieBaHMA M MPOrHO3a XXU3HU NaLUEHTOB C
NleroYyHou runepTeH3ven

ITouck HamOosiee 3HAYMMBIX MOKa3aTeded A OLEHKH CTENEeHU TSDKECTH 3aboseBaHus, a
Takke '"pabotaronux" MPOrHOCTUYECKHX (AKTOPOB OCYIIECTBISETCS B XOJE aHajdu3a JaHHBIX
MEXTYHAPOIHBIX HAOII0IATeIbHBIX perucTpoB mamuentos ¢ JIAT u XTOJIT [22, 119, 120, 121].
Becpma cripaBemiMBO TpeAronarath HAIWYHE BIIMSIHUAS HAIIMOHAIBLHOCTH OOJNBHOTO Ha (PEHOTHIT
JIAT, nporao3 u 3¢ dexkruBHOCTh crneunpuueckoil Tepanuu. IIpu stom peructpsl JIAIT 00byHO
cojiepkat mMaio uHpopMaluK 00 STHUYECKOM cocTaBe nomnyssinuu [122]. He BBISBICHO 3HAYMMOIA
KOPPENSAIUN MEXIY COLMAIbHO-DKOHOMUYECKHM YPOBHEM KM3HH M (DYHKIIMOHAJIBHBIM CTaTyCOM
MAIMEeHTOB, a TAK)KEe BPEMEHEM JI0 MOCTAaHOBKH JMArHO3a M MOKa3aTe/IIMU cMepTHOCTH [123, 124].
KpaiiHe uHTepeceH TIeHJepHBbIi aHaJW3 PErucTpoB: B OOJNBLIIMHCTBE U3 HUX IpeodiafaroT
KEHIIMHBI, HO MIPU 3TOM MMEHHO MYKCKOW TOJI aCCOLMUPOBAH C MIOXUM mporHozom JIAT [119].
Otunonorus JIAI' ocTaeTcst BaXXHBIM IPOTHOCTHUECKUM (pakTopoMm. TpaaunnonHo nanueHTs! ¢ JIAT
Ha ¢one C3CT wmmeror Hambojee HHM3KHE TOKa3zaTelan BbDKHBaeMocTH [125]. OtpuuarenbHbIii
BKJIaJI BO3pacTa B MPOTHO3 OOJBHOTO CBSI3aH, MPEXIE BCETO, C YBEIUYECHHUEM COITYTCTBYIOIIEH
narosiorud. Tak, Hanpumep, Hannuue y nanuenta XOBJI (OP 1,59 95% 1A 1,34-1,90; p < 0,001)
i caxapuoro auabera (OP 1,73 95% AU 1,40-2,13; p < 0,001) accoruupoBaHo ¢ yBeIUYEHHUEM
cMmepTHOCTH [126].

JIAT" otHOcuTCS K 3a00yieBaHMSIM C KpaiiHe HeOnaronpusiTHIM mporHo3oM. [lo gaHHBIM
peructpa HamuonansHoro uHctuTyTa 3710poBbs CoenuHeHHbix IlltatoB Amepuku (NIH, 1981-
1985), cpenusia BepkuBaeMocTh nanueHToB UJIATT, He momyyatronmux crnenu@uueckoil Tepanuu, He
npesbimaer 2,8 roma [21]. B oaroil cuTyammu OoibIIOe 3HAYEHHE HMMEET OICHKA COCTOSIHUS
NanueHTa, B KOTOPOM JOJKHBI YYUTHIBATHCA TSKECTh KIMHUYECKUX NPOSBICHHUM, YpOBEHb
¢u3uueckoif  paboOTOCIIOCOOHOCTH,  CTPYKTYpHO-(QYHKIMOHAJIbHBIE  IOKa3aTeId  MPaBOTO
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XKenmyaouka, reMmoanHamuueckue Tnokasarenn MKK wu koHneHtpauus OuoMapkepoB B
nepudepudeckoil kposu (Tads. 9). HecmoTps Ha CyOBEKTHBHOCTH TaKoro mokasarens, kak DK
(BO3), on ocraercs onHUM U3 HanboIee BaKHBIX MPEIUKTOPOB BHKMBAEMOCTH MaueHToB ¢ JIAT .

TonmepaHTHOCTh K (DU3MYECKOW HArpys3ke OOBEKTHBH3UpYyeTcs npu BbimosHeHnn THIX u
sprociiupomerpun. TIIX sBasercss Hambonee NPOCTHIM METOJIOM OICHKH  (DHU3HUECKON
paboTOCIOCOOHOCTH MAIMEHTOB, HO 3HAYMMON CBS3M MEXIY YBEJIMYEHUEM JAUCTAHIINU
IIPOXOXKACHUSI B TECTE€ U JIOJIFOCPOUYHBIM IPOTHO30M MAlMEHTOB, BKJIIOYAsi CMEPTHOCTb OT BCEX
IPUYMH, FTOCHUTAIM3AUMU N0 noBoay yxynwenus JII', TpaHCIUIaHTalMM JIETKMX WM KOMILIEKCa
ceptie-JIerkue, 1o JaHHbIM 22 KIMHHUYSCKUX HCCIIe0BaHui, He BoisaBieHO [127]. KomnuecTBeHHas
OLICHKAa MOTpeOJIeHUs KUCIOPOJa B YCIOBUSAX SPrOCHUPOMETPUU OCTaeTcsi Hauboliee TOYHBIM
MHTETPAIBHBIM TIOKa3aTeNeM, OTPaKAIoUIMM (PYHKIIMOHAIBHOE COCTOSIHUE M KOMIICHCATOpPHBIE
BO3MOXKHOCTH  CEPJACYHO-COCYIAUCTOM, JIETOYHOW M MBIIIEYHOW CHCTEM, M MOXKET ObITh
UCMOJIb30BaHa Ui OIeHKHM crereHu TspkecTu JIATT m ee mporHosa [128]. Omnako Hambosee
CHWJIBHOM TPOTHOCTHYECKON 3HAYMMOCThIO y manueHToB ¢ JIAIT obnamaroT remMoanHaMu4ecKue
IIOKa3aTeNn, Takue Kak gasieHue B [111, cepieunslii MHACKC U caTypanys KMCIOPOAA B CMELIaHHOM
BeHO3HOM KpoBH [129, 130, 131, 132]. laBnenue B I1I1 qaeT KocBEeHHOE NPEICTABICHUE O TSHKECTH
muchynkmun DK, BenmuuHa cepedHOro MHAEKCA 3aBUCUT OT YIApPHOTO 00bEMa M OTPAKAET TO
KOJIMYECTBO OKCUI'€HHUPOBAHHOM KpPOBU, KOTOPOE BO3BpPAILAETCA M3 JIETKUX B JIEBBIE KaMepbl
cepaua. B cBorw ouepenp, carypanus KUCIOPOJa B CMEIIAHHOW BEHO3HOM KpPOBHU KOCBEHHO
XapaKTepU3yeT TSKECTh PEMOJCIUPOBAHMS MEIKUX apTepuoil. B mepedenp Hambosee 3HAUMMBIX
reMOJIMHAMUYECKUX ToKa3arenei He BXxonuT cpeanee IJIA. DTo cBsi3aHO C T€M, YTO CHIIKEHHE
cpennero JIJIA moxer ObiTh cienctBueM guchyskiuu IDK, a ynydiieHue KIMHHYECKOTO
cocrosiHusl O0onbHOro ¢ JIAI' kpaiiHe peako NPUBOAMT K €ro HOpMAIM3allMU WM CHUYKEHHUIO.
HckitoueHre COCTaBiISAIOT MALMEHTHI C MOJIOXKUTEIbHBIM Ba30PEAKTUBHBIM TECTOM, MOJYYarollIne
tepanuio BKK. [lpomomxaercs moMCK MaJlOMHBA3WBHBIX, BOCIPOM3BOAMMBIX U Haubosee
JOCTYIIHBIX B KJIMHUYECKON IMPAaKTUKE MapKepOB IPOTHO3a W CTENEHH TSHKECTH JIErOYHOU
runepreH3un. OgHako HanOoublee 3HaYeHUE TO-TIPEKHEMY UMEET MO3TOBOM HATpUHypeTHUECKH
NENTH, YPOBEHb KOTOPOTO KOPPEIUPYET C IEMOAMHAMUYECKMMH IOKA3aTEIIMH U CTPYKTYPHO-
¢yHKIIMOHaIBHBIMU U3MeHeHussMu [DK.

Ha ocHOBaHMM BCEeCTOPOHHEro oOcJelOBaHMS CTAaTyc MalMeHTa MOXET ObITh
KJIACCU(UIIMPOBAH KaK CTAaTyC HHU3KOIO pPHCKA, YMEPEHHOIO pHUCKAa U BBICOKOTO pHUCKa
KJIMHUYEeCKoro yxyamenus win cMmeptu (Tabn. 9). XoTs mocToBepHas OLEHKA WHAMBHUIYaIbHBIX
IPEIUKTOPOB BCEr/a TPYAHA, TOAO0BAasl JETAJIbHOCTh MAallMEHTOB, OTHECEHHBIX K IPYMIE HU3KOTO
pucka, coctaBisger 5%. KiroueBbIMM KpPUTEpUSMH NALMEHTOB HU3KOIO PHCKA CIY)KaT TaKue
nokazarend, kak [ wnu II @K (BO3) ¢ nucranmnueit npoxoxaenus B THIX > 440 M, naBneHuem B
MpaBoM MpeAcepaud < 8§ MM pT. CT. M CepAeYHBIM HHAeKcoM >= 2.5 m/mum/m? [10].
[Tpenmonaraemasi rooBasi JETAIBHOCTD I TPYIIIBI YMEPEHHOIO pucKa cocTtaBisieT 5-10%. Ora
rpynna npexacraBieHa mnauveHTamu [l @K BO3 ¢ yMmepeHHO CHUXEHHOH Qu3nueckon
AKTUBHOCTBIO U MPHU3HAKaMU JTUCHYHKIMHU MIPABOTO KeETyJ0UKa, HO 0€3 KIMHUYECKUX MPOSBICHUI
MIPABOXKEITYI0YKOBOM CEpACUYHOM HENOCTaTOYHOCTH. B rpynme BBICOKOIO puCKa TrojaoBas
aetanbHOCTh coctaBisgeT Oonee 10%. [l stoit rpynmel nanuentoB xapaktepen Il mim IV ©OK
(BO3) ¢ nporpeccupyromuM TeYeHHEM 3a00J€BaHMUsI U CUMIITOMaMU Tspkenod nucynkimu DK
WIA KIMHUKOM IMpaBOXKETyJAOUYKOBOH CepAedYHOM HETO0CTaTOYHOCTH € BTOPUYHON IUCHYHKLHEH
npyrux opranoB. [lokaszarenu, ykazanueie B Tabmuie 9 (Ilpunoxenue '), MoryT pacnpeaensTbes
HETMOCJIEI0BAaTENIbHO, T.€. MOI'YT HaXOJAUTHCS B PAa3HBIX KaTETOPHUIX pUCKa. BBIOOp TaKTHUKHU JIeUeHUs
MaUeHTa JOJKEH OCHOBBIBATHCS HA KOMILJIEKCHOM OIEHKE PEKOMEHTyeMbIX MOKa3aTesei.

3. leyeHue
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B npunsToit B Hacrosiee BpeMsl cTpareruu BeAeHus maiueHToB ¢ JIAIT MOKHO BBIJEIUTH
TP OCHOBHBIC COCTaBISIONIME: OOIIME pPEKOMEHIAIMH, MOMICPKUBAIONIYI0 TEpanuilo U
crenuduaeckyro Tepanuio JIAI [6, 116]. [IpumeneHune npemnapaToB MOAACPKUBAIOIICH Tepallud HE
OKa3bIBAE€T BIHSHUSA Ha BbDKMBAEMOCTh mamueHToB ¢ JIAI, Torma kak HCIOJIb30BaHUE
crienu(pUIecKux MpernapaToB MPUBOAUT K YBEIHMYCHHIO MPOJIOJDKUTEILHOCTH JKU3HU TTAIIMCHTOB,
YMEHBIIICHUIO KOJTUYECTBA TOCITUTAU3AINA U YBEIIMYCHUIO BPEMEHH JI0 KIIMHHYECKOTO YXY/IIICHUS
Y TPAHCIUIAHTAIIUH.

3.1. O6wue pekomeHaaUumn

C npammeHTOM HEOOXOIMMO OOCYXKJAaTh €ro eXeAHEBHYI0 pabodyi0 aKTHBHOCTb,
IUIAHUPOBAHUE CEMbH, KOHTpALCNIMI0 ¥ MOCTMEHOMNAYy3aJbHYI0 T'OPMOHO3aMECTUTEIbHYIO
TEpanuio, MOArOTOBKY K IUJAHOBBIM XUPYPrHYECKUM BMEIIATEIbCTBAM, TNPO(PHUIAKTHKY
WH(MEKIMOHHBIX 3a00JIeBaHUM, TCHUXOCOLUHUATbHYIO MOAJIEPHKKY, MyTEIIECTBUS, MPUBEPKEHHOCTh
JIEKapCTBEHHOM Tepanuu 1 HEOOXOAUMOCTh HaOJIIOIEHUS ClIeLMaIuCTaMU 3KcriepTHoro uentpa JII.
[Tpumepno y 35% mnanuentoB ¢ JIAI' pa3BuBalOTCS TPEBOXKHbBIE COCTOSHUS, TAHUYECKHE aTakKu U
JlerIpeccusi, KOTOPbIE TECHO B3aMMOCBA3aHBI C TSKECThIO cuMnToMatuku JIAI' m orpaHnyeHneM
busnueckux Bo3MmoxHocter [133, 134]. IToompenue namuentoB ¢ JIAI' u ux cemel npuderarh K
MICHXOJIOTHYECKOW TTOMOIIN, AKTUBHOMY YYaCTHIO B TpYIIaxX IOAIEPKKHA MAIUEHTOB MOXKET
MOJIOKUTEIBHO BIUATH HA MpUATHE 3a00JI€BaHUS, alanTallii K HEOMPEIeIeHHOCTH, CBA3aHHOM C
KU3HEYTPOXKAIOIIUM XPOHUYECKMM 3a00JIeBaHMEM, M KOHCTPYKTHBHOH COBMeECTHOW pabote
60sbHOTO M Jevamiero Bpaya. C y4eToMm HeOIaronpHUsaTHOrO MPOrHO3a 3a00JeBaHUs HEOOXOJUMO
3apaHee IUIaHMPOBATh OPraHU3AIMI0 yX0/1a 3a 00JIbHBIMU [6].

- Pexomenyercst mpoBeieHNE 3aHATHH MO KIIMHUKO-TICHXOJIOTHUECKOH aanTalnuy naueHToB
¢ JIAT muist CHUOKEHMsI pHCKa pa3BUTHS TPEBOXKHO-ICTIPECCUBHBIX cocTosiHMiA [6, 133, 134]
-EOKIC (Y14 YVYPC)

MnaHoBble xupypruyeckue BMeLwaTenbLCTBa

JII' — He3aBUCUMBIM mpeaukTop 3al0oiieBaeMOCTH U JieTalbHOCTH  (4-24%) 1pu
HEKapIMOXUPYPTUYECKUX BMEIIATENbCTBAX. [IpMHIMNUATBHBIM SBJISETCS COOTHECEHHE pHUCKA U
M0JIB3bI JUII KOHKPETHOTO IMAallMeHTa NMpPH IJIAHUPOBAHUU XUpypruuyeckoro jeueHus. Haubonpume
PHUCKH JIETAJIBHOCTH U TPYAHOCTH NEPHOIEPALMOHHOIO BEIEHUS HAOIIOAAIOTCSA Y MAI[MEHTOB C
BIIEPBBIEC BBIABIEHHOW Ha MOMEHT onepaTtuBHOro Bmematenscrsa JII. B mompo6HOM cuTyanuu mo
BO3MOXXHOCTH HEOOXOJMMO IE€PEHECTH BpEeMsS BBINOJHEHUS IUIAHOBOTO XMPYPrU4eCcKOro
BMEIIATEeNhCTBA M HANIPABUTH MAallMEHTa B AKCIEPTHBIN LIEHTP VIS MOJHOIIEHHOTO 00CIIeIOBaHUS C
BoimosiHeHreM UBKC u Ba3opeakTHBHOTO TecTa MO MOKa3aHUSM C TMOCIEAYIOMUM TOA00pOM
cnenuduyeckoi Tepanuu [6]. Heooxomumo oneHuTh crenenb Tskectd JIAIT u GyHKIIMOHATBHBIN
CTaTyC TMalMeHTa, IeTAThbHO OOCYIUTh O00BEM ONepamuH, aHECTE3MOJIOTHYECKOe IMocodue,
BO3MOXHOCTh MCHOJIb30BaHusl NO, UIONMPOCTa U IKCTPAKOPIIOPATBbHOM MEMOpPaHHOM OKCUTeHALUU
(BKMO). Bce obcnenoBanus n ontuMmu3anuio tepanuu JIAD xenatenbHO BBIMOJIHUTH HE MO3/IHEE
4eM 3a 2 HeJIeNH JI0 MPEIIoIaraéMoro onepaTtuBHOro Bmeniarenscra [141]. Ipu muaHupoBaHum
XUPYPrU4E€CKOro  BMEIIATeNbCTBA  CJEAyeT HHPOPMHUPOBATH MalUEHTa O  BO3MOXKHBIX
MEPUONEPALIMOHHBIX PHUCKAX, CBSI3aHHBIX C XapaKTepoOM OIEPATUBHOTO BMEIIATEIbCTBA U
AQHECTE3UOJIOTUYECKOTO MOCOOUS, U O BO3MOXKHOM yxyauieHuu teuenus JIAT u pucke JetanbHOro
UCX0/a.

- PeKOMeHI{yeTCﬂ OoTAaBaTb MNPCANOYTCHUC peFHOHapHOﬁ AHCCTC3MKU IIpU IIJIAHOBBIX
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XMPYPrHYECKUX BMEIIATeIbCcTBAX Yy mamueHToB ¢ JIAT g mpeaynpexacHus pa3sBUTHS
ocioxHenuit [6, 116, 141].
- EOK IlaC (Y1 4 VVP C)

[IpuHATO cCuMTaTh, YTO JIAMMAPOCKOIIMYECKHE BMEIIATENILCTBA COINPSIKEHbBl C MEHbIIEH
CEPJIEYHO-COCYAUCTOM JIETATbHOCTBIO, YEM OTKPBITHIE IIOJOCTHBIE onepanuu. OHAaKO y NallMeHTOB
¢ JIAI' nHeBMOTNIEpUTOHEYM WJIM KOMITpeccus quadparMbl HapymarT BEHTHIALUIO JETKUX, MOTYT
3HAUUTENIBHO YBEIUYUTD [TIOCTHATPY3KY IIPABOIO KEITYyA0UYKa U CIIpoBoLMpoBaTh kpu3 JIAT .

- PexoMeHIyeTCsT pacCMOTPETh BO3MOKHOCTh MHHH-TAIAPOTOMHYECKOTO JIOCTYNa IO
CPaBHEHHUIO C JIAMapOCKOIMHYECKMMHU OIepaiusMu y mainueHtoB ¢ JIAT s mpemynpeskaeHust
pa3BUTH OCIIOKHEHHMI [142].

- EOK mer (YIJI 5 VVP C)

- PexomeHyeTcss POBOUTh OOCYXKIEHHE XUPYPTHUECKOTO JICUCHUS W TICPUOIIEPAIUOHHON
TaKTHKH BeleHUs nanueHtoB ¢ JIAIT ¢ mpuBiedeHMEM MyIbTHIAWCIUIUIMHAPHOW KOMaHIBI B
COCTaBe Bpaya-KapAHOJIOTa, CICHUAIM3HPYIONIETocs Ha BeleHuH manueHToB ¢ JIATL, Bpaya-
AHECTE3UOJIOTa-pPeaHuMAaTOJIOTa, Bpada-XUupypra u Mpu HEOOXOTUMOCTH JIPYTHX CIEIUAINCTOB B
3aBUCUMOCTH OT (POHOBOTO 3a00JIeBaHMs JUII MHUHUMH3AIMK PUCKOB BMematenbcTBa [141, 143-
145]

- EOK wer (YI/14 YVYP C)

- PexoMmeHyeTcss pacCMOTPETh BO3MOKHOCTh BBIITOJIHCHUSI XHPYPTHUSCKOTO BMEIIATEIHCTBA
y nanuentoB ¢ JIAI' B ycnoBusix skcneptHoro nenrpa JII' mis munumuszanuu puckos [141, 143-
145].

- EOK wer (YI/14 YVYP C)

MpodmnakTuka nHekummn

[Tamentsl ¢ JIAT' 4yBCcTBUTENBHBI K BOSHUKHOBEHHUIO MTHEBMOHUM, KOTOpas B 7% ciy4yaeB
aBisgercss npuuuHoW cmeptu. Hecmorpss Ha otcyrctBue PKM, pexkoMenayercs mnpoBOAWTH
BaKIMHAIMIO TPOTHUB BHUpyCa TpUINa W IHEBMOKOKKa [6, 116]. MckimodeHue COCTaBISIOT
naruenTsl ¢ C3CT u BUU-undexuueii, perenre o BaKIIMHALUK, Y KOTOPBIX JOJKHO IPUHUMATHCS
C YYETOM aKTUBHOCTH OCHOBHOI'O 3a00JI€BaHUSI.

- PexomeHayeTcss MMMyHHU3alUsl MPOTHB BUpyca TpUNNAa M MHEBMOKOKKOBOM HH(EKIHH
nanpentam ¢ JIAI' ana  npenynpexaeHus mnporpeccupoBaHusi 3a0oieBaHus Ha  (QoHE
UHTEPKYppeHTHOM nHpekuuu [6, 116].

- EOK wer (YA 5 YYP C)

lNMpuBepXeHHOCTbL Tepanuun

[ManuenTst ¢ JIAD' [II-IV ®K (BO3) 00b14HO HyXJIal0TCAd B MpUEMe OOJBIIOr0 KOJUYECTBA
npemnapatoB. Kpome Toro, mo6ounbsie 3(heKThl JTeKapCTBEHHOW Tepamnuu, CHIKCHHE MaMSITH Y
MAlMEHTOB C TSKEIOW CEepJIEYHOM HEAOCTATOYHOCTHIO MOTYT BJIMATH HA UX KOMIUIA€HTHOCTb.
Kpome Toro, CyiiecTBEeHHOE HETaTHBHOE BIMSHUE MOKET UMETh KOPPEKIHs 00beMa M XapakTepa
Tepanuy KaK CaMHMHU TMAalMEHTaMH, TaK U JPYTMMU BpadyaMH, HE MUMEIOIIMMH OIbITa BEIACHUSA
naureHtoB ¢ JIAI. Pa3zbsicHeHue 1eneil Tepanu, MEXaHW3Ma JEUCTBHS OCHOBHBIX TpYIII
JIEKapCTBEHHBIX CPENICTB, BO3MOXKHBIX MOOOYHBIX A((PEKTOB HEMOCPEICTBEHHO MAIMEHTY MOXKET
CYILIECTBEHHO YBEJIMYUTH ITPUBEPKEHHOCTD TEPAIIUH.
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MNyTewecTBUA

HccnenoBanuss ¢ NpUMEHEHHWEM CHUMYJSALMM TOJieTa JUIsl OMpefesieHuss MOoTpeOHOCTH B
KHCIIOPOJIOTEpAalIMd  BO BpEeMsl IPOJOJDKUTENIbHBIX —aBHanepeneToB y mnanueHtoB ¢ JIAT
OTCYTCTBYIOT. M3BecTHBIN (u3nonornueckuii 3p@PexT runoKcuu Mpeanoyaraet, yTo NpUMeHEeHUe
KHCJIOpPOJIa BO BpeMs mojeTa cliieayer npeaycmorpers i nauuentos I u IV ®K BO3 u npu
JIaBJICHUW KHUCJIopojaa B aprepuanbHoi kpoBu 8 klla (60 mm prt. cT1.) B mokoe [6, 116]. CxopocTh
MOTOKA 2 JI/MHUH MOJHUMAET JIaBJICHHE KUCIOPOa BO BIBIXa€MOM BO3/yXE /IO €ro COJACPKaHUS MPU
JIBIXaHUH Ha YPOBHE MOps. AHAJIOTHYHO ClenyeT u3deratb nmpeObiBaHUsS B BhICOKOTOpbe > 1500-
2000 M ©0e3 KHCIOpOJHOW moOAEpKKH. [larieHTaM pEeKOMEHIyeTcsi IYyTEeIIeCTBOBAaTh C
nucbMeHHoW uHpopmarmein o JIAI' u xonTaktHOM mHpopmanueit o nentpe JII', Haxomsmemcs
100JIM30CTH K MECTY ITYTEIIECTBUS.

- Pexomennyercs NpOBOAUTH HMHTaJISTOPHOE BBEICHUE KHUCIOpPOJa IMpU aBUAIEpeeTax
nanuenTam [I-1V pynkunonanbHoro kiacca ¢ HapspPKEHUEM KHCIIOPO/a B apTepHalibHOM KpoBH <
8 xI1a (60 MM pT. CT.) W1t PO(GUIAKTHKH Pa3BUTHS OCI0XKHEeHuH [6, 116].

- EOK IIaC (YA 5 YVYP C)

3.2. MegnkameHTO3HOe nNeyeHue

Boigensitor  Ba  KOMIOHEHTa JIEKapCTBEHHOW Tepanuu y mnamueHtoB ¢ JIAT:
MOIJICP)KUBAIOIIAS Tepanusl (AHTUKOATYJISTHTHI HenpsiMble (aHTaroHucThl ButamuHa K), nnyperuku,
CepJIeUHbIE TIIMKO3U/IbI, OKCUTEHOTEpanusi) U crenuduyeckas Tepanus, BKIIOYAONas 0JI0KaTOpbI
"MemieHHbIX" KanblueBbiX KaHaoB (BKK), anTurunepreH3uBHBIC CpEACTBA A JICUCHHS
nerouHoit aptepuanbHor runeprenHsun (CO02KX, Gozentan™*, mamureHTan**, amOpuzeHTaH**)
MHTSIIAOHHBIA  mionpoct, ¢ochoandcrepazer  muaruburoper  (MDJ3-5), puonuryar** wu
cenekcunar [6, 146, 147].

3.2.1. NopaepxuBarwLwana Tepanus

Brnusiaue 6a3oBoit tepanuu JIAIT Ha BBDKMBAEMOCTh MAIIMEHTOB MEHEE M3YUYE€HO B CBSI3U C
orcyrctBueM PKU. TeM He mMeHee, B MOBCEAHEBHOM MPaKTUKE Bpaya XOPOIIO U3BECTHO BIIMSHHE
JUYPETUKOB HA CHUMIITOMBI MPABOXKEIYJIOYKOBOU CEPACUYHON HEIOCTATOYHOCTH, d(PPEKTUBHOCTD
MIPUMEHEHHUS KUCIOPOJOTEPAIIUM IPU CONMYTCTBYIOIIEN NMATOJIOTUU JIETKUX WM UHTEPKYPPEHTHBIX
3a00JICBaHHIX.

AHTMKoaryﬂﬂHTbl n VIHFVI6MTOpr arperauuvm TpOM6OLIMTOB

OOocHOoBaHMEM Ul Ha3HAYEHMs MEpPOPaTbHOM AHTUKOATYJISSHTHOM TEpamuu MOCITYKUIO
BBISIBJICHHE IIPU HCCIIEOBAaHUM ayTONCUITHOro martepuana nanueHToB ¢ MJIAIT opranu3oBaHHBIX
TpoMOOB MeNKkux aptepuii B 56-57% cmywae [148, 149]. B psge oOIHOIEHTPOBBIX
HEPAaHJOMHM3UPOBAHHBIX HEKOHTPOJINPYEMBIX o0cepBaIOHHbBIX UCCIIEI0BaHUI
MPOAEMOHCTPUPOBAHO YBEIWYEHHUE BBDKMBaeMoCTH cpean mnanueHtoB MIIAL, nomydarommx
AHTUKOAryNnsiHThl HenpsiMmble (antaronuctel ButamumHa K) (HAK) [150, 151]. Opnako B
JanbHeWmeM 1enecooOpasHocTh mupokoro HazHaueHuss HAK jans mepopanbHOro mnpuema
nanuenTam ¢ JIAI' crana BeI3pIBaTh COMHEHHUs BBUY oTcyTcTBUS PKU C BKiItOU€HHMEM MallMEeHTOB
pa3ianuHbIXx Ho3zojorudeckux (opm JIAI. Jlanusie, nomyueHnHsle u3 peructpos JIAI' (REVEAL,
COMPERA), Ttaxxke He Hanu OAHO3HA4YHOro orBera o BiausHuM HAK Ha BeDKHMBaeMocTb y
nanueHToB ¢ JIAI'; 6onee toro, mpumenenne HAK y mamuentoB ¢ accounuuposanHoil JIAT (B
YaCTHOCTH, C CUCTEMHOH CKJIEpOJIEPMHEN) CONPOBOKAAIOCH YBEIMUEHUEM PUCKA JIETAIBHOCTH HA
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done Oomee wuacTeix KpoBorewenmii [150, 151, 152, 153, 154]. V maumentoB c¢ BIIC u
MOPTOMYJIbMOHAIBHON TUIEPTEH3UEeW 3a CYeT HapylleHUs CHUHTe3a/Jaerpajauud (akTopoB
CBEpPTBHIBAHUS, A TAK)KE BCIEICTBHE TPOMOOLMUTOIIEHUH M TPOMOACTEHUHM YacTO PETHUCTPHPYETCS
runokoaryisanus. Kpome Toro, y mamyeHTOB ¢ HUPPO30OM IE€UYEHU HCTOYHHKOM KPOBOTEUEHUS
MOTYT OBITh PACIIMPEHHBIE BEHBI MHUIIEBOJA, TEMOPPOUIATIbHBIE BEHbI, a y nanueHToB ¢ JIAI Ha
¢done BIIC — pacmmpennbie OpoHXxuanbHbIe apTepur. boiee Toro, pyruaHoe HazHaueHne HAK y
NAIUMEHTOB C CHUHAPOMOM OM3EHMEHrepa HE OKa3blBAJIO CYIIECTBEHHOI'O BIMSHHMS Ha HX
BbDKHBacMOCTh [155]. B nenmom, Hasnauenne HAK y manumentoB ¢ JIAT MoKeT paccMaTpuUBaThCS
TOJILKO TPU HAJIWYUU JOKYMEHTHPOBAHHBIX apTepUATBHBIX WJIH BEHO3HBIX TpPOMOO30B,
GbubpuUIALUY/TpeneTanus MpeACcepAnii, MPaBOXKETyJOUKOBON CeplIeYyHOM HEIO0CTaTOYHOCTH |6,
116, 156]. DddexTuBHOCT, U 0E30MACHOCTH COBMECTHOrO HasHaueHUs nepopanbHbix HAK y
nanuenToB ¢ BUY-undexnueit, nonyyarommx BAAPT, uzydens! Majo.

- PekoMeH10BaHa Tepamnus aHTHKOATYJIsTHTAaMU HENpSMbIMU (aHTaroHucramMu ButamuHa K)
nanuentam ¢ MJIAT, nacnencreennon JIAIL, JIAT, acconunpoBaHHOM ¢ IPUEMOM IpenapaToB IJist
JICYCHHSI O’KUPEHUS IEHTPAILHOTO ASUCTBUS, U IPOPHIAKTHKY TPOMOO30B ¥ TpOMO0IMO0IHii [6,
116, 148-156].

- EOK IIbC (Y11 3 YYP B)

- PexoMeHs0BaHO paccMOTpeTh BO3MOXKHOCTb HA3HAYEHUS AHTHKOATYJISHTOB HEINPSIMbIX
(antaronucroB ButamuHa K) nmanuentam c JIAI', accounnpoBannoit ¢ C3CT, B uHAUBHIYyaIbHOM
HOPSAJIKE [P HAIMYMK CKIOHHOCTH K TpomOodmmuu [6, 116, 150-154].

- EOK IIbC (Y 3 YYP B)

- He pekomeHmyercss pyTMHHOE Ha3HAYECHUE AHTUKOATYJSIHTOB HEMPSMBIX (AHTarOHUCTOB
ButamMuHa K) © [psSMBIX aHTHUKOAryJIsSHTOB IS MEPOPAIBHOTO TIpHeMa aHTHUKOAryJIsSHTOB
nanuentam ¢ JIAD, accormupoBaHHOM ¢ mopTayiibHOW Tunepren3ued u BUY-undexmueit [6, 116,
156].

- EOKIIIC (YA 3 YYP A)

Cpenu Bcex HO3oyoruit JIAI' UMEHHO y MalMEHTOB C CHHIPOMOM ODW3eHMEHTepa Hanbosee
4acTo O00CyXJaeTcs 1eJeco00pa3HOCTh Ha3HA4YeHUsT WHTUOMTOPOB arperanyuu TPOMOOLMTOB.
[TpyunHOM  TOMYy  SIBISIFOTCSL ~ DPUTPOLMUTO3 C  BBICOKMM  YPOBHEM TIeMaTOKpuTa U
1epeOpOBACKYIApHBIE  COOBITHS, KOTOpble BcTpewarorcs B 14%  ciyyaeB M HOCAT
MyJbTU(haKTOpUanbHbId Xapakrep. Ilo pesynapTaram perpocnekTuBHOro aHanuza N. Ammash c
coaBropamu (1996) mokazaHo, YTO BBIPAKEHHOCTh BTOPUYHOI'O 3PUTPOLMTO3a HE SBISIIACH
(dakTopoM pHCKa OCTPOr0 HapyLIEHHs] MO3TOBOTO KpOBOOOpallleHHWs U  TPaH3UTOPHBIX
UIIEMUYECKUX COOBITHH, TOrza Kak MHUKPOLIUTO3, OOYCIIOBJIEHHBIH jKene30Ae(pUIUTHBIM
COCTOsSIHUEM Ha (poHe MOBTOPHBIX (1e0OTOMUN B aHAMHE3€, CIYKUT HE3aBUCUMBIM HPEIUKTOPOM
pa3BUTHS 11epeOPOBACKYIIIPHBIX COOBITUH, Hapsly ¢ TAKUMH TPAAUIIMOHHBIMU (paKTOpaMu pUCKa,
KaK apTepHajibHas TUIepTeH3us U Gpubpmsms npencepauii [155, 157]. Hecmotpst Ha oTcyTCTBHE
PKW, tepanusi unruburopamu arperaiuu TpoM6ouutoB nanueHtam ¢ JIAIT He pekoMmeHayercs B
KaueCTBE NATOIC€HETHUYECKOM, HO MOXKET NPUMEHATHCS NPHU HAIUYUM TOKA3aHUW JUIS JIEUEHUS
CONYTCTBYIOIIEH MAaTOJIOTHH.

OnypeTtukun

PKU no npumenenuto nuypetnkoB npu JIAI' oTCyTCTBYIOT, OIHAaKO KIMHUYECKHH OIBIT
ITOKa3bIBAET OTUETIMBOE YJIYYIIEHHE CUMITOMATUKH MPH UCIOJb30BaHUU IETIEBBIX JUYPETUKOB Y
NAallMeHTOB C 3aCTOMHOM cepleYHON HEeIOCTaTOYHOCThIO. BpIOOp, KOMOMHAIMS JMYpPETUKOB,
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JIO3MPOBAHUE M CIIOCOO BBEICHHS PETYIUPYIOTCS BpadoM, BenymuMm mnaunumeHToB ¢ JIAL. Ilpu
UCIOJIb30BaHUU JTUYPETHUKOB BaXKHO MOHHUTOPUPOBATH YpPOBEHb CHUCTEeMHOro AJl, ypoBeHb
AJIEKTPOJIUTOB, KPEATMHWHA, MOYEBHHBI KPOBH M T€MAaTOKPHUT, YTOOBI M30€XKaTh TUMOKAIHEMUU,
FEMOKOHLIEHTPALlUK U TpEpeHaIbHOW HEJOCTaTOYHOCTH, BO3HUKAIOIIEH TMPU  CHUKCHHUU
BHyTpHCOCyAHcTOro oobema kpou. Henmomycruma Taktuka opcupoBaHHoro nuypesa. B ycnosusix
BBIPQXCHHOW CHUCTEMHOW THUIOTEH3MM U aHacapKu IeNecoo0pa3sHO MHUKPOCTPYHHOE BBEICHUE
dbypocemuna** mon KoHTpoiem cuctemMHoro AJl, TEHTpaabHOrO0 BEHO3HOTO JABJICHHUS U
noyacoBoro nuypesa. [Ipu Hanuuum nokazaHuii MokeT 00CyKIaThCs MOJJEPIKKA KaTeXoJIlaMUHAMU
1OJ KOHTPOJIEM TE€MOJMHAMUKH B YCIOBHAX pEaHMMAIMOHHOTO oTAeneHus. llemecooOpazHo
COYETaHME TETIEBBIX TUYPETHKOB (dypoceMun™*, TopaceMun™*) ¢ aHTarOHUCTaMH aJIbJIOCTEPOHA
(CIUPOHONMAKTOH™*, ATIIEPEHOH), & TIPU BBIPAXKEHHOM 3aCTOE — C MHTHOMTOpaMU KapOOaHTHUIpa3hl
(amerazoammn).

- PexomennoBaHa Tepamnus IETICBBIMU JWypeTMKaMH naunueHtam ¢ JII' mus xoppekuuun
KJIMHHYECKHX IPOSIBIICHHI OT€YHOro cuuapoma [6, 116].
-EOKIC (YO 5 YYP C)

I/IHranﬂTopHoe BBegeHune Kucnopoaga

W3BecTHO, uTO BAbIxaHue kuciaopona Beaer k cHmkeHuto JICC y nanuentos ¢ JIAI, onnako
PKUW, mnoxareepxpatrone O1aroTBOpHBIA 3()(EKT IUTEIBHOTO HCIOIB30BaHUS KHCIOPOJa,
OTCYTCTBYIOT. Y INAIMEHTOB C CHHIPOMOM DH3€HMEHIepa JUINTEIbHbIE MHTAALUN KUCIOPOJa He
MeHs0T ecrecTBeHHoe TeueHue JIAI. CyliecTBeHHbIM BKJIaJ B TMIOKCEMHIO MOYKET BHOCUTh
COIYTCTBYIOIIAsl IATOJOTUS JIETKUX, AaJCKBAaTHOE JIEUEHHUE KOTOPOM B COYETAaHHH C
KHCJIOpO0Tepanuell OJIaronpusTHO BIMSIET HAa TEUEHUE U MIEPEHOCUMOCTD (PU3MUECKUX HArpy30K Y
nanueHTos ¢ JIAT.

- PekoMeHyeTcss NMpOBOANTH MHTAIATOPHOE BBEIEHHE Kuciaopoaa mnanueHtam ¢ JIAIT mpu
CTOMKOM CHIDKEHHH MaplUalIbHOTO JaBJICHMS KUciIopona B kpoBu MeHee 8 klla (MeHee 60 MM pr.
CT.) WJIH TIPY HACBIIIEHUN KPOBH KUCIOPOJoM < 91% 1o JaHHBIM mylbcokcumerpuu [6, 116].

-EOKIC (Y5 YVYPC)

CeppAeyHble rMUKo3nabl U Apyrue cepaevyHo-cocyaucTbie npenapartbl

- Pexomennyercs HazHaueHue aurokcuHa** manmentam c¢ JII' ms KOHTpOJIST 94acTOTHI
CEepICUHbIX COKpalleHuil npu GuOpUILIAMY npeacepauii [6, 116, 158].
-EOK IB (Y1 5 YYP C)

- Pexomenayercs HazHaueHHWE QJAPEHO- M JIONMAMUH-CTUMYJISITOPOB M MPOYHUX
Kap/IMOTOHUYECKUX IpenaparoB (n1oOyraMuH**/nonamun™**/HopanuHedpun**) y mnmanueHToB ¢
nekomneHcaruerd JIAIT wim TepmuHanbHOW cragued JIAIT B kadecTBE CHMIITOMATHYECKOIO
CpeACTBa JUIsl YNyYIIEHUS COKPATUTENBHON CIIOCOOHOCTH MPaBOrO JKEIyAOoYKa U IMOJJepKAHUS
ajiekBaTHOTrO nepdy3nonnoro pasienus [6, 159, 160].

-EOKIB (YA 5 YYP C)

VYOeautenpHble JaHHBIE O TOJB3€ M 0O€30MaCHOCTH WHTHOUTOPOB  AHTHOTEH3WH-
npesparfaromero ¢epmenta (AIID), aHTaroHWCToB perentopoB anruoreHsuHa I, Oera-
aZpeHo0I0KaTOPOB Wik uBaOpanuua™* y marmenToB ¢ JIAI' orcyTcTBYIOT. BO3MOXHO Ha3HaUYeHME
BBIIICTIEPEUUCIICHHBIX KJIACCOB IMpPENapaToB MO TOKA3aHUSM MPH HAIWYUHM COMYTCTBYIOIIEH
MATOJIOTHH, C COOTHECEHUEM BO3MOKHOM ITOJIB3BI ¥ TIOTEHITUAIBHBIX PUCKOB CHIDKEHUS CEPJICTHOTO
BBIOpOCA, pa3BUTHS CHCTEMHOM TMIIOTEH3UH U OpalKapInu.
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- He pexomennyercs HasHauarh manueHtam ¢ JIADT uHruburoper AII®, aHTaroHWCTHI
petientopoB anruorensuna II, 6era-aapenobdaokaropsl Wik uBadbpaauu** s aeucaus JIAT [6].
- EOK IIIC (YA 5 YYP C)

AHemusa n xenesogeduUUTHOE COCTOAAHUE

Hedunut xeneza peructpupyercs y 43% mnauuentoB ¢ UJIAT, 46% mnanuentos c JIAT,
ACCOIIMUPOBAHHOM C CUCTEMHOM CKJIepoJiepMueH, Uy 56% nanueHToB ¢ CUHAPOMOM Di3eHMEHTepa
[161]. Tlokazano, 4to mAehUIMT *Kejae3a MOKET MNPUBECTH K YXYALUICHHUIO MNEPESHOCHMOCTH
(U3HYECKUX HATPY30K U, BEPOSTHO, TIOBBIIIICHHIO CMEPTHOCTH HE3aBUCHUMO OT TSDKECTH aHEMHH.

- PexoMeHayeTcs MPOBOAMTH KOPPEKIUIO MePHIINTA Kelie3a U JICUCHHE aHEMUH y MallueHTOB
¢ JIT ans mpoduiiakTHKY porpeccupoBanus 3adbosesanus [6, 116, 161].
- EOK IIbC (Y1 5 YYP C)

HapyweHusa putma

VY manumentoB ¢ JIAI' mpeobnanaioT CynpaBeHTPUKYISPHBIE TaXWKApAUW U (QUOPHILISAIIHS
npencepauii  [162]. TlosBiaeHue GUOPHMUIALMK/TPENICTaHUs TMPEACEPAHA  COIMPOBOXKIACTCS
YXYALIEHUEM KIMHUYECKOTO COCTOSIHUS, MOSIBJICHUEM IPU3HAKOB MIPaBOKEIYJOUYKOBOM cepiedHOn
HEJOCTAaTOYHOCTH U aCCOLIMUPOBAHO C YBEMYEHHEM pHUCKa JeTanbHocTu B 1,75 paza (95% AU 1,1-
3,0 p = 0,042). BoccraHOBiIEHHE CHHYCOBOTO pPHUTMA IPUBOAMUT HE TOJIBKO K YIYYIICHHIO
KIIMHUYECKOTO COCTOSIHUSL, CHUKEHUIO YpOBHs NT-pro-BNP, HO 1 BeneT K CHUKEHHUIO JIETaJIbHOCTH
[53]. MeToapl BOCCTAaHOBJICHHSI CHHYCOBOI'O PUTMa 3aBUCAT OT XapakTepa HapylICHUH pUTMa M
KJIMHUYECKOIO COCTOSIHUS O0o0jbHOro. B OosibIIMHCTBE cilyyaeB MaLMEHTaM C TpPEHNeTaHUueM
npeJcepInuil BBIIOJIHACTCS KaTeTepHas pajauoudacToTHas abmauus (PYA) xkaBOTpHUKYyCHUIAIbHOTO
UCTMyCa WM MOJIUGUKALMS aTPUOBEHTPUKYJISAPHOTO COEAMHEHUS IpU MApOKCU3MAIbHOMN
peuunpokHoit AB-y3noBoit Taxukapauu. [Ipu HecTaOuIbHON reMOAMHAMHUKE W HEOOXOJIUMOCTH
HKCTPEHHOI'0 BOCCTAHOBJIEHUSI CUHYCOBOI'O PUTMA MOJKET BBIIIOJIHATHCS CBEPXUACTasl CTUMYJISALIUSA,
JIIEKTpUYecKass W MEAMKaMEHTO3Has KapJuoBepcHusi, OCOOEHHO B ciydyae (QUOpMILIAIUU
npencepauil. PYA nerounsix BeH mnpu ¢ubpwmisanuu mnpeacepauid 'y mnanuentoB ¢ JIAIT He
BbIMoHAeTCs. Ilamuentsl mocie ycnemHo BbloJHEHHOM PYA o0OblMHO HE HYXIAIOTCS B
AHTHApUTMUYECKON Tepamuu, TOrjJa Kak IIpy BBIOOpE JAPYTUX METOJ0B BOCCTAHOBIICHHS
CHHYCOBOTO pUTMa Ha3HA4YaeTCsl MPOTHBOPEHUINBHAS Tepamus amuomapoHom™* [53, 116]. Ilpu
HEBO3MOKHOCTH BOCCTaHOBJIEHUSI CUHYCOBOT'O PUTMa Ha3HAYAIOT PUTM-YPEKAIOLIYIO TEPAIHIO.

- PexoMeH/s0BaHO BOCCTAaHOBJICHHE CHHYCOBOTO PHTMa Uil MPOMWIAKTUKHA YXYIIICHUS
KJIMHUYECKOT0 cocTosiHUA naruenTam ¢ JIAIT npu pa3BuTum TpeneTaHus Mnpeacepauii, B TOM 4ucie
¥ C IOMOIIBIO KaTETePHON paarodacToTHOH abnarmu [53, 116].

- EOK IIaC (Y14 YVYP C)

- PexoMenioBaHa ctparerust KOHTPOJIS pUTMa Uil POMUIAKTUKY YXYIIICHUS KIMHUYECKOTO
cocrossHus mauueHtaM ¢ JIAD mpu pa3Butuu QUOPWUISAIMM TpeacepaAuidl, B TOM YHUCIE C
UCIIOJIb30BAHUEM DJIEKTPUYECKOM KApAUOBEPCUM M IOCIECAYIOIIUM HAa3HAYEHUEM TEpalUU
amuogaponom** [53, 116].

-EOK ner (Y1/14 YVYP C)

3.2.2. Cneuundmyeckan Tepanus

CoBpemenHnast crnenuduueckas Ttepanuss JIAIT ocHOBaHa Ha TPENCTaBICHUH O POJIHU
SHAOTENUATBPHON AUCPYHKIUU B PEMOJCTUPOBAHUHU JIeTOYHOW aprepuu. JlelicTBue TapreTHON
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TEpanuy CBs3aHO C OJOKaZON pPEeLenTOpoB Ba30KOHCTPUKTOPHBIX CYOCTaHIMHA M CTUMYJISIHEH
OCHOBHBIX IIyTE€H, OIOCPENOBaHHBIX MOIUHBIMM Ba3ojwiaraTopamu, TakuMu kak NO wu
npocTauukiInH. B Hacrosimee Bpems cnenuduyeckas Tepamnus BKIOYAeT 6 OCHOBHBIX KJIACCOB
JIEKapCTBEHHbIX IIpenapaToB, JOKa3aBIIMX CcBOK 3(ddekruBHOCTs y mnauumeHtoB ¢ JIAT u
0JI00pPEHHBIX K IPUMEHEHHIO.

3.2.2.1. bnokatopbl "MeAneHHbIX" KanbLuMeBbIX KaHanoB

Tepamus BKK mponmemoncTpupoBaiia cBoo 3(h(PEKTUBHOCTh Y OYEHb HEOOJBIION TPYIITHI
nanuenToB ¢ JIAI' 6e3 KIMHUKH MPaBOXKETYA0YKOBOH CeplIeYHON HEAOCTaTOYHOCTH, @ UMEHHO, Y
nanuentoB ¢ UJIATL, nacnencteennoit JIAI u JIAT', accouurpoBaHHOM ¢ MPUEMOM JIEKAPCTBEHHBIX
IpernaparoB, UMCIOLINX TOJIOKUTEIBHBIA Ba3opeakTuBHbBIN TecT ("Bazopecnonaepos") [147, 163].
K coxanenuto, manueHTsl, JIMTENbHO oTBevaromue Ha tepanuio bKK, BcTpedaroTcs kpaiiHe pesiko
U TpeOYIOT NPUCTAIBHOIO HAOIIOAEHMS JUIsl CBOEBPEMEHHOIO IEPEBOJA HA ApPYyrue Mpenaparbl
cnenuduyeckoir Tepanuu. Beioop BKK 3aBucUT OT MCXOAHON 4acTOTHI CEpIIEYHBIX COKpAIEHUMN
WIM HAJIA4YUS COIYTCTBYIOIIEW apTEpPUAIBHONM TMIIEPTEH3UU: IIPU CKIOHHOCTH K CHHYCOBOMU
TaXMKapJIud MOKHO HA3HAYWTh NWITHA3eM**, a malMeHTaM ¢ COMYTCTBYIOIIEH apTepuanbHOU
THIEPTEeH3UEH — aMIogunuH** wim Hudeaunua**. Bepamamur™* He peKOMeHIyeTcs IPUMEHSTH Y
naiueHToB ¢ JIAI' B cBsi3u ¢ HamuuMeM oTpuLaTeabHOro HHOTporHoro 3¢ dekra. Tepanuio BKK
HAYMHAIOT C MUHUMAJIbHOM JO3MPOBKHU, MOCTENEHHO YBEJIWYMBAs JO3UPOBKY 10 MAaKCHUMAaJIbHO
MIEPEHOCUMOM, YUYUTHIBas BOSMOKHYIO CUCTEMHYIO TUTIOTEH3HIO M OTeuHbIi cunapom (Tadm. 10).

Uepes 3-4 mecsana ot Hayana tepanuu BKK manueHTsl ¢ moIoKUTENbHBIM Ba30PEaKTUBHBIM
TECTOM JOJDKHBI JOCTUTHYTH IIOKa3aTelIed HU3KOM 30HBI PUCKA JIETAJIBHOCTH U IPAKTHYECKU
IOJIHOM HOpManu3aluy IokKa3arened remoauHamuku, BepuduuupoBanHorn UBKC. Ilpu yrpate
HOJIOKHUTEIBHOIO Ba30PEAaKTUBHOTO O0TBETa BO BpeMs npoOsl ¢ NO, mnonpocrom Bo Bpems UBKC, a
takke npu Hepoctwkennn [-1I OK JIAT (BO3) nHa ¢one tepamuu Bbicokumu no3amu BKK
NOKa3aHa UX OTMEHA M 3aMEeHa WX Ha Jpyrue mnpemnaparbl, cequpUUecKd BO3AECHCTBYIOLIME Ha
cocynsl MKK, ¢ yuerom crpaTudukanum prcka JeTaJTbHOCTH.

- PexoMennyercs HazHayaTh TEpanuio OJOKaTOpaMu "MEUICHHBIX'" KalbIIMEBBIX KaHAIOB B
BBICOKHMX 103ax s JieueHus nanueHtoB ¢ UJIAT, nacnenctennoit JIAL, JIAT, accormupoBaHHOM
C PUEMOM JIEKAaPCTBEHHBIX NPENAPATOB, TOJIBKO IIPU HATUYHUU ITOJOKUTEIBHOTO Ba30PEAKTUBHOTO
tecrta [6, 146, 147, 163].

-EOKIC (Y3 YVYP B)

- He pexomennyercss nasnawyath tepanuto BKK nns neuenus mnamumentoB ¢ WJIAT,
HacinenctseHHon JIADT u JIAI, accounmnpoBaHHON C NPUEMOM JIEKAPCTBEHHBIX INPENAapaToB, MPH

HCBO3MOXHOCTU IMTPOBCACHUA WJIU OTPULATCIIbHOM BA30PCAKTUBHOM TCCTEC [6, 147]
- EOK IIIC (Y]U1 5 VVP C)

- He pexomenayercs HaszHayarh Tepanuto bBKK g nedeHus manMeHToB C
accounupoBaHHbIMU ¢opmamu JIAI' mpu OTCYyTCTBHM CHCTEMHOM THNEPTEH3UM U JPYTUX

NOKa3aHWH K Ha3HAUEHUIO 3TOr0 Kjacca npenapaTtoB [6]
- EOK IIIC (Y]U1 5 VVP C)

- PexomeHnoBaHO TPOBOJAUTH KOMIUIEKCHOE oOcienoBanue, Bimouyas UYBKC, s
noxarBepxkaeHus dddexruBHoctu Tepanmuu BKK mammentam ¢ WJIATD, macneacrBennoit JIAIT u
JIAT', accouuupoBaHHOI € IPUEMOM JIEKAPCTBEHHBIX MPENAapaToB, UMEIOLUIUM I10J0XKHUTEIbHbIN
BA30PEAaKTUBHBIN TeCT, KaXible 3-4 MecsIa oT Havana Tepamnuu [6].

-EOKIC (YA 2 YYP A)
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- PexomennioBana cBoeBpemenHas 3amena tepanuu bKK Ha npyrue kmaccel cnenuduueckux
IpenaparoB B ciaydae yrparhl ee 3 dexkruBHocTH y nanueHToB ¢ MJIAT, nacnencreenHoi JIAIT u
JIAT', accouunpoBaHHO# ¢ IPHEMOM JICKapCTBEHHBIX mpemnapatos [6, 9, 10, 147].

-EOK IC (Y 5 YYP C)

- Pexomenpayercs mponomkuth Tepanuio BbicokuMu go3amu BKK mamumentam ¢ WJIAT,
HacnencreeHnon JIAIT m JIAI, accomuupoBaHHOW C MNPUEMOM JIEKAPCTBEHHBIX IIPENapaToB,
UMEIOIIUM TOKa3aTean reMoauHamMuky, mo nqaHasiM UBKC, 0iau3kue K HOpMaTbHBIM 3HAYCHUSIM
npu goctwkernn I-1I @K (BO3) [9, 10, 147].

-EOKIC (YOO 5 YYP C)

- Pexomennyercs Hayarh crneuM(UYEecKyl0 Tepamnuio IpernaparaMy JIpyrux KJIaccoB
naguentam  [II-IV. ®K (BO3) wunm mnauumeHTamM, HE HMMEIOIIUMX 3HAYUMOrO  YIyYLICHUS
reMOJIMHAMUKH (T.€. IIPU HEAOCTHKEHUH I'eMOJMHAMHMUYECKUX IoKa3aTelnell, OJIM3KUX K HOpME) Ha
¢one Tepanuu Beicokumu qo3amu BKK [9, 10, 147].

-EOKIC (YA 5 YVYPC)

3.2.2.2. UnonpocT MHransiuMoHHbIN

Omun w3 nyred maroreHe3a JIAIT cBsi3aH ¢ HapylieHHMEM CHHTE3a  MOIIHOM
Ba30/AWJIATUPYIOIIEH CYOCTAaHIIMM MPOCTALMKIMHA, KOTOpPBIA OO0JNajaeT IMTONPOTEKTOPHBIM,
AHTHUIIPOIM(EPATUBHBIM, TPOTUBOBOCIIAIUTEIBHBIM U MHTHOUPYIOIIMM arperamuio TPOMOOITUTOB
s¢p¢pexroM. JlelicTBUE NPOCTAMKIMHA pean3yeTcs depe3 clelu(pUUecKue pelenTopbl, KOTOpble
NPUBOAAT K YBEIMYCHHIO MPOIYKIHWU LUKIMYECKOro aaeHo3nHMoHOodochaTa. B ximHHYEeCKOH
IOPaKTUKE U1 KOPPEKUMM JehHUIMTAa NPOCTALMKIMHA IMPUMEHSIOTCS CHUHTETHYECKHE aHaJIOTU
npocraminia (ATX — BO1AC, antuarperantsl, kpome renaputna). B Poccuiickoit denepanuu u3
9TOM IPYIIIBI 3aPETUCTPUPOBAH TOJIBKO IpenapaT UIONPOCT, KOTOPBI IpUMEHseTcsl B cpeqHeM 6-9
pa3 B CyTKHM C IOMOUIbIO YJIbTPa3BYKOBOr0 HeOyJaiizepa B 103€, SKBUBAJIECHTHON COEpKaHUIO 2,5-
5 MKr mpemapara Ha YpOBHE allbBEOJ, B paMKaX KOMOMHMPOBAHHOW cCHEIM(PHUUECKON Teparuu.
O} PexTUBHOCTh MHTAIALMOHHOIO HJIONPOCTa OlLeHuBajach B KpartkocpouHoM PKU AIR-1 y
nanuenToB ¢ JIAT n HeonepabensubiMu popmamu XTIJIT ¢ HI-IV ®K (NYHA) [164]. Ha ¢one
TE€panuu WIONPOCTOM OTMEYAJIOCh JOCTOBEPHOE YIYYIlIEHHWE IoKa3aTesled TIeMOJAMHAMUKH,
yBEJIMYEHUE TOJIEPAHTHOCTH K (pruznueckoit Harpyske u cHmxenue OK JIAI'. OxnHako miurenbHas
MOHOTEpANus WIONPOCTOM HE TMpuBela K YIYy4LIEHUIO T[OKa3aTeledl BBDKUBAEMOCTU U
3aboneBaemoctu [165]. [losToMy B HacTOsmiee BpeMsi WIIONPOCT MPHUMEHSETCS] TOJIBKO B COCTaBe
KOMOMHHPOBAHHOW CITEIU(UISCKON Tepanuy B JOIMOJHEHHE K TepopaibHBIM mpemapatam [166,
167, 168, 169]. K nobounsM 3¢dekraMm OTHOCATCS TOJIOBHBIE OO0JIM, MPUIMBBI U 00N B HIKHEH
yemtocTd. Kpome Toro, y manueHToB ¢ OpOHXOOOCTPYKTUBHBIM CHHIPOMOM Ha (pOHE MHraisuui
WJIONPOCTa MOYKET YCUIIUTHCSI PEaKTUBHOCTh BEPXHHUX JIBIXATEIbHBIX MYTEH U MOSBUTHCS Kallellb.
Wnonpoct 00651agaeT BBIPAXKEHHBIM Je3arperaHTHbIM 3P (GEKTOM, MO3TOMY €ro NpPUMEHEHue Yy
MAIMEHTOB ¢ KPOBOTEYEHUEM ITPOTUBOMOKA3AHO.

- PekomeHtyeTcst pUMEHSTh WIONPOCT B MHTASILIMOHHON Gopme 1is tedeHus naruenTos 11
OK (BO3) ¢ UIIAI, nacnencteennoit JIAL, JIAI' Bcneacrsue C3CT, JIAI Ha ¢one mpuema
JIEKapCTBEHHBIX MpernapaToB 1 HeonepabensHoi XTIJII [6, 164-169].

-EOK IB (Y112 VYP B)

3.2.2.3. AHTUrMNepTeH3UBHbIE CpeACTBa ANA NIeYeHUA Nero4yHon apTepmanbHOMN
runepteH3un C02KX, otHocsawmecsa Kk APA
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OupoTenuH-1 — 3TO menTHa, BhIpaOaTHIBAIOIIMNCS SHIOTENHUATBHBIMUA KJIETKaMHU, JCHCTBHE
KOTOpOro peanusyercs uepe3 crneuuduueckue penentopsl nByx TunoB ETa um ETs, koropsie
HKCHPECCUPYIOTCS NPEUMYIIECTBEHHO Ha TJIaJKOMBIIMICYHBIX KJIETKAaX COCYIOB, U B MEHbIIECH
creneHn Ha ¢ubpobnactax. DHpgorenuH-1, omocpenoBanHo uepe3 ETa-penenTopsl, BbI3bIBacT
BA30KOHCTPUKIMIO U TMponr(depannio TIaJIKOMBIIICYHBIX KJIETOK COCY/AOB, a TAaKXKE aKTHBAILIUIO
CUHTe3a OENIKOB BHEKJIETOUYHOro MaTpukca ¢ubpobOracramu. Hamportus, BozneiictBys Ha ETg-
peuenTopsl Ha SHIOTEIHATIbHBIX KJIETKaX, OMOCPEAOBAaHHO 4Yepe3 yBenndeHue mnpoaykuud NO u
MPOCTAMKIINHA, SHIOTENNH-1 cTUMynupyeT Bazodwiatanuio. [1ono6HbI (heHOMEH Jier B OCHOBY
paspabotku OPA c¢ cenextuBHOW Onokanoir ETa-peuentopoB. Bmecte ¢ Tem, u30bITOUHAs
ctumyssiius ETg-penientopoB B yCIIOBUSAX TUNIEPHPOAYKLINU SHAOTEINHA- ] TPUBOIUT K CHHXKEHUIO
UX aKTHMBHOCTH Ha SHJOTEIMAIBHBIX KIETKaX M YBEJIMYCHHUIO HA TJIAJKOMBIIICYHBIX KJIETKAX M
¢bubpodnacTax, 4YTo CIYNKHUT JOMOJHUTEIBHBIM OCHOBAaHUEM OOCYKIaTh HECENIEKTUBHYIO OJIOKaIy
sHp0TeMHOBBIX perienitopoB  [170]. Cnernmduueckas Onokaga ETa-perientopoB crnocoOHa
AKTUBHUPOBATh PEHUH-AHTMOTEH3WHOBYIO CHCTEMY, YTO IOTEHIMAIBHO MOET IPUBOAUTH K
Pa3BUTHIO OTEYHOTO CHHIpOMA. B psiie KIMHHUYECKUX HCCIENOBAHUN MOKA3aHO, YTO IMOBBIIICHUE
TUTa3MEHHOTO YPOBHS HAOTENNHA-1 U yBeIMUYEHUE ero SKCIPECCUU B TKaHU JIETKUX KOPPEIUPYET C
msokectbto JIAT [171]. Eciam yuects, uto n0 80% CHHTE3upyeMoro sHAOTelIMHA-1 ocraercs B
cocyaucTtoil creHke u Toibko 20% momagaer B KPOBOTOK, TO OYEBUIHBIM CTAHOBUTCS
HeoOXxomumocTs  mpuMeHeHuss OPA, oOnmamarommx BBICOKOM — TKaHecnenu(puyHOCThIO. B
Poccuiickoit ®enepauuu nns nedenus JIAIT onobpenst cneayromme DPA: HecenekTuBHBI OJPA-
npenapat 0o3eHTaH**, cenektuBHbIM ETA-perenTopoB aHTaroHWCT mpenapar amOpu3eHTaH®* u
TKaHecnenuUUHbI ~ HeceleKTuBHBIMH ~ DPA-mpemapar  mamumteHtan**. OPA  oGnamaror
rernaToTOKCHYHBIM 3(deKkTomM, KOTOphIi B HamOONBIIEH CTENEHH MPOSBILECTCS y Mpernapara
6o3zenran** (10-13%), uro Tpebyer exemecsuHoro koHTpoiss ypoBHS ACT, AJIT B cbiBopoTke
kpoBu. Ha ¢one tepanuu DPA BO3MOXHO CHIDKEHHE YpOBHsS reMorioouHa. [losTomy no Hauyana
Tepanuu M B JalbHEHIIEeM B XOA€ IMHAMHYECKOTO HAONIOJCHUS PEKOMEHAYETCS KOHTPOIb
KJIMHAYECKOTO aHanmm3a KpoBu. CpaBHHUTENbHAS (papMakogmHaMU4ecKas U (papMaKOKWHETHUECKas
xapaktepuctuka OPA, a Takke CHEKTp HEXelaTelbHbIX SBJICHUH, CBA3AHHBIX C UX MPHUEMOM,
npeycrasnena B Tadnuie 11 (Ipunoxenue A3) [172].

AmOpuzeHTan™* — Hecynb(OHAMUJHBIM, CENEKTUBHBIM AHTarOHUCT peuentTopoB T,
IPOJEMOHCTPUPOBABIIMM  CBOIO 3 PexkTUBHOCT U  0Oe30macHOCT, B ABYX  Iulaiebo-
koutposnupyemeix PKHU ARIES-1 (n = 202) u ARIES-2 (n = 192) [173, 174, 175]. B o6a PKU
BKJIIOUAJIMCh NAIMeHThl B Bo3pacte crapuie 18 ner ¢ JIAI' paznuunoii stnonorun (MJIAT, JIAT,
acCOLMMPOBAHHAA C IPUEMOM IIPENAPATOB JJIs JICUEHUs] OKUPEHUS LIEHTpalIbHOro aAencteus, JIATL -
C3CT u JIAT-BUY). bonpmmacTBO ManueHToB Haxoauiauck Bo 11 @K (ARIES-1: 32%; ARIES-2:
45%) nmm 111 ®K (ARIES-1: 58%; ARIES-2: 52%), ¢ nebonbmoii noneir @K I (ARIES-1: 2,5%;
ARIES-2: 1,5%) u ®K IV (ARIES-1: 7%; ARIES-2: 2%). Cpenuuii niane60-KoppUripoBaHHbIHN
npupoct auctanuuu B THIX k 12-i1 Henene nedenus (nmepBuuyHas KoHeuHas Touka) B ARIES-1
cocrapun +31 M (p = 0,008) u +51 M (p = 0,001) B rpynmax neuenuss 5 mr u 10 wr,
cootBeTcTBeHHO; B ARIES-2 +32 M (p = 0,02) u +59 M (p = 0,001) B rpynnax yiedenus 2,5 Mr u 5
Mr amOpu3eHTaHa**, coorBeTcTBeHHO. Y 280 ManueHToB, 3aBepIIMBIIMX 48 Helelb MOHOTEpANU
aMmOpu3eHTaHOM™*, yiydmienne auctanmuu npoxoxaeHus B TIIX cocraBmmo +39 M 1o
CPaBHEHMIO C UCXOJHOW. B 3-X rpymnmax pa3iauuHbIX I030BBIX PEKUMOB Tepanuu npupoct TIHX
BapbupoBai oT +31 1o +59 m. B cpaBHeHunu ¢ mianedo aMOpu3eHTan™* He BIMS Ha PUCK Pa3BUTHUS
(aranpHOrO0 MCXoJa WM TMOTPeOHOCTh B rocmurtanu3ammu [174]. Takum oOpasom, B PKU
noATBepkeHa 2P heKTUBHOCTh amOpu3eHTaHa** nms maruentoB ¢ AT, nacnencreennoit JIAT,
JIAT, accormuupoBannoii ¢ C3CT, umeromux [I-1II ®K (BO3). OnoOpensl kK TpUMEHEHHUIO 03Bl 5
mr u 10 mr 1 pa3 B cyrku. YactoTa nmossitenus: Tpancamuias B PKU BapsupoBana ot 0,8 mo 3%
[172, 176]. OpmHako B KpyHIHEHIIEM IOCTMAPKETUHTOBOM OTKPBITOM IPOCIEKTHBHOM
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HAOJI0IATEIBHOM MHOTOIICHTpOBOM wuccienoBanuu (115 mentpoB u3 15 crpan mmpa) VOLibris
Tracking Study c Bxmoyenuem 999 maruentoB ¢ JIAID' II-1II @K (238 nmanuentos ¢ JIAI'-C3CT;
220 nmauuentoB c JIAI', panee He nosydaBIIUX Tepanuio) 3a nepuo ¢ urons 2008 r. nmo mait 2011 r.
MIOBBIIICHUE YPOBHS TpaHCaMHHAa3 Oosiee 3 OT BEpXHEW TPaHMIIBI HOPMBI 3apErHCTPUPOBAHO C
gacrotoi 0,02 marmenTa/rox (95% AU 0,015-0,027), uto cocrasnser He 6omnee 1,5% B roa. Hapsay
¢ 9TUM, y 25% ManueHToB 0TMEYaI0Ch MOSBICHNUE TIEpUPEPUICCKUX OTEKOB/3a/ICPIKKA KHUIKOCTH U
y 14% anemus [177]. Ilpu ananuse nanabix PK ARIES-1 u ARIES-2 oka3anoch, 4To ManueHThl,
y KOTOpBIX Ha (hoHe nmpueMa aMOpu3eHTaHa™** MOSABISIIUCH MepruEepUIECKUe OTEKH, OBLITH UCXOTHO
crapiie, umenu 6osee Boicokuit @K JIAT u u3dbIToUHyI0 Maccy Tena [178].

- PexomennoBaHo Ha3HaueHue amOpuszeHTaHa** mamuentam c¢ JIAD mna  ymydiieHus
MEPEHOCUMOCTH  (PU3UYECKOW HArpy3KH U 3aMEJICHUS MPOTPECCUPOBAHMS KIMHUYECKUX
cumnTomoB [6, 147, 173-175].

- EOKIA (VA4 2 YVYP B) nns nanuenrtos II-11I ®K

- EOK IIbC (Y1 3 YVYP B) nns nanuentos [V ©K

bozenran®* — HecenekTUBHBIN Npenapar, Ookupyroumuil peuentopsl AByxX THIOB ETa u ETs,
u3yueH B 6 PKU (Study-351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y
ManKueHToB ¢ pasHooOpasznoit atnonorueit JIAT (MJIAT, JIAT'-C3CT, cunapom Ditzenmenrepa). Ha
¢done npuema 0o3eHTaHA™** OTMEUAIOCh JOCTOBEPHOE YBEJIMYEHHE TOJIEPAHTHOCTH K (PU3UUECKOM
Harpyske, yIydlleHHe TeMOJUHAMUYECKUX U 3XOKapauorpaduyecknx mapamerpoB, cHmxenne OK
JIAT u yBenuueHue BpEeMEHH 10 KIMHUYECKOTO YXYAIIEHHUs MO cpaBHEHUIO ¢ mianebo [179, 180,
181, 182]. B mumotHOM 12-HenenpHOM HCCIICIOBAaHUH, B KOTOpOe BKItOUeHbl 32 mammenta I11-1V
OK (BO3) ¢ UWIAT u JIAT-C3CT, nnane6o-koppurupoBaHHbiii mpupoct aucranuud B THIX B
rpymme 6o3entana** cocraBui +76 m (95% JIU, 12-139; p = 0,021) [179]. B PK BREATHE-1 (n
= 213) B rpynne nauueHtoB ¢ MJIADI' u JIAT'-C3CT, nonywaBmmx Oo3eHTan** B TeueHue 12
HEJIeNb, 3aperucTpupoBan npupoct auctaniuu B TIIX +44 m mo cpaBHEHUIO ¢ TPyNIoON Ianedo
(95% A, 21-67 m; p = 0,001). B PKU BREATHE-5 y nanuenToB ¢ cunapomoM Diizenmenrepa 111
OK (BO3) tepanus 6o3eHTaHOM™* B Teuenue 16 Henens npuBoamia k cHuxkeHuto uujaekca JICC Ha
— 472 nun/cex/em® (p = 0,04), cpemnero JJIA Ha — 5,5 MM pr. cT. (p = 0,04) U yBenHYEHUIO
mucrannun B THIX wa +53,1 M mo cpaBHenuto ¢ rpymnmoil miane6o (p = 0,008) [182]. B PKU
EARLY, B koTopoM 3¢ (hekTuBHOCTh O03eHTaHa™** orjeHuBanach y nanuentos ¢ JIAI' @K II (BO3)
(UJIAT, mnacneactBennoit JIAT, JIAI'-C3CT, JIAI-BUY, JIAI, acconuupoBaHHOW C MpPHEMOM
npenapaToB s JIeYeHHS OXHUpeHMs LeHTpaibHoro peicrBus, JIAI-BIIC), otmeuanoch
JIOCTOBEPHOE YJIy4dlIEHUE NeMOJAVMHAMHUKH, YBEIMYEHHE BPEMEHH 10 yxyameHus tedeHus JIATL.
[Tpu onieHKe reMoIMHAMUYECKHX MTapaMeTpoB uepe3 6 mMec JeueHus: Habmoaanock cHmkenue JICC
—22,6% (95% AU, — 33,5-10,0) u pucka knunudeckoro yxyamenus — 77% (p = 0,01). Ilnane6o-
KOppHUTUpOBaHHBIN ipupocT auctanimu B TIIX B rpynme 6o3entana** cocrasun +19 m (95% U,
— 33,6-10,0; p = 0,07) [181]. Honrocpounas 3(p(HeKTHBHOCTH MOHOTEpanmuu Oo3eHTaHOM** 'y
naiueHToB ¢ MJIAI' monrBepkieHa B OTKPHITOM HAOMIOAATEIBHOM HCCIEIOBaHUHM, B KOTOPOM
BBDKMBAEMOCTh MallMeHTOB coctaBuia 92%, 89%, 79% B teuenue 1, 2 U 3 5eT Mo CpaBHEHUIO C
HUCTOPHUYECKON BBDKMBaeMOCThIO B peructpe NIH: 71%, 61%, 51%, coorBercTBenHo [183].

CraproBast 103UpOBKa 0o3eHTaHa** y B3pocibIX cocTaBiseT 62,5 MI' ABaXAbl B CYTKH C
MOCJIEIYIOIIMM yBEJIMYEHHEM J03bl A0 125 Mr nBa pa3a B JIeHb. YUMTHIBAas BBIPA)KCHHBIN
rernaTtoTokcuueckuit 3¢dexr, mnpu Ha3HauYeHMH OO3eHTaHa™™* pPEKOMEHIyeTCsl eKeMECSUHBIN
KOHTPOJIb 32 YpPOBHEM TpaHCaMUHA3 B CHIBOPOTKE KpoBU. B KkauecTBe Hambojee BepOATHOTO
MeXaHU3Ma IOBBIIICHNUS TMEYCHOYHBIX (EPMEHTOB pPAacCMATPHBAIOT WHTMOMpPOBAHME TpaHCIOpPTa
xemuHblx cosed [184]. Omnako TOBBINIEHHE YPOBHS TpPaHCAMHHA3 HOCHT JI0303aBUCHMBIH H
o0paTUMBI XapakTep IOCiIe YMEHBLIEHHs J03bl WIM OTMEHbl mpenapata. Ha ¢one mpuema
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0o3eHTaHAa™* MOXKET CHIKAThCS YPOBEHb T'eMOTIO0MHA, BO3HHUKATH 3aJIepiKKa SKUIKOCTH,
nepudepudeckue oTeku. Kpome Toro, s Oo3eHTaHa** XapakTepeH IIMPOKUH CIEKTP
MEKIJIEKAPCTBEHHBIX B3aWMOJCUCTBHI C TperaparaMu, KOTOPhIe METaOOIM3UPYIOTCS B MEYCHU C
yaactreM cuctemMbl TUTOXpoMOB CYP3A4 u CYP2C9 (Tabm. 12).

Ha ¢one npuema 6o3enTana™* cumxaercst 3p(peKTUBHOCTS KOMOMHUPOBAHHOMN MEPOPATBHOM
KOHTpALICIIIUU, IM03TOMY PEKOMEHJYETCS HCIOJIb30BaTh JBOWHBIC METOJBI KOHTpPAICIIIHH.
CoBMmecTHOE WHCIONBb30BaHME Oo3eHTaHa™* U cuwigeHaduiaa COMPOBOXKIAECTCS CHHKCHHEM
KOHIIeHTpanuu cwineHadmia Ha 50% u yBenwMveHHeM KOHIeHTpauuu Oo3eHTaHa** Ha 50% wu,
COOTBETCTBEHHO, BO3pPAaCTaHHEM T€MaTOTOKCUYHOCTH, KOTOpasl AocTuraia mnpaktuuecku 22% B
uccinenoBannn COMPASS-2 [185].

- PexomennoBano HazHadyenwe Oo3eHTana*™* manumentam c¢ WJIATL, JIAT na ¢one C3CT,
OOJIBHBIM CHHAPOMOM DW3eHMEHIepa JJIsl YIyUIICHHS MEPEHOCUMOCTH (PU3NYCCKUX HArpy30K U
CHIDKEHHS YaCTOTHI TOCITUTAIN3AIMi, CBA3aHHBIX C OCHOBHBIM 3a0oseBanueM [6, 147, 179-183].

- EOKIA (Y4 2 YVYP B) nns nanmenrtos II-111 ®K

- EOK IIbC (Y1 3 YVYP B) miis naruenTo [V ®K

- PexomMenmyercs UCMONB30BaTh JBOWHOW METOJ KOHTpaLENIud Ha (oHe TmpHeMa
0o3eHTaHa** 1 MpeAyNpeKICHHUS HeXenaTeapbHoi oepemennocTu [6, 280, 287].
- EOK et (YJ1 5 YVP C)

Manutentan™* — HecenekTuBHbI DPA ¢ BBICOKON CIIOCOOHOCTBIO MPOHUKHOBEHUSI B TKAHU
[186]. B orimumne ot panee mpoogumbix PKU s dexTuBHOCT M 0€30MacHOCTh MallUTeHTaHa™*
OLICHMBAJIaCh C MCIIOJIb30BaHHMEM KOMOWHHPOBAHHON KOHEYHOM TOYKH, BKJIIOYAIOIIEH BpeMs 10
HACTYIUICHHUsI TEpBOro coObITUs, cBsi3aHHOro ¢ JIADT (yxyameHue TedeHus 3abosieBaHus,
aTPUOCENTOCTOMHUSI, TPAHCIUIAHTALMS JIETKUX, HAa3HAYEHWE BHYTPUBEHHBIX WM IOAKOKHBIX
CHUHTETHYECKUX aHanoroB npocramukinia (ATX — BOIAC, anTuarperantsl, KpoMe rernapuHa), uin
CMEpPTh OT JIOOBIX mNpUYMH. B juMTensHOE MHOTOLIEHTPOBOE JBOMHOE clienoe Iuianedo-
koHTposiupyemoe uccinenoanue SERAPHIN c¢ menuanoit mnponomxurensHoctd 115 Hepenb
BKJIIOUEHO 742 manueHTa, paHJIOMH3UPOBAaHHBIX B cooTHoIIeHuu 1:1:1 B rpymnmny mianedo, rpymimy
MalMTeHTaHa** B o3e 3 MI/cyTku W rpynmy ManuTeHtaHa** B noze 10 mr/cytku. Ilokaszano, 4ro
Ha3HadyeHue ManuTeHtana** B gozax 3 mr (OP 0,70; 97,5% AU, 0,52-0,96; p = 0,01) u 10 mr (OP
0,55; 97,5% U, 0,39-0,76; p = 0,001) B cpaBHEeHuUU ¢ miaredo cnocoOCTBOBANIO CHIKEHUIO PUCKa
3aboneBaemoct M cmeptHocTH Tipu JIALT Ha 30% u 45%, coorBercTtBeHHO [187, 188]. Dddext
Tepanuy He 3aBUCEIl OT TOTO, MOJIy4aJld JIU OOJbHBIE HCXOAHO COMYTCTBYIOUIYIO CIEHU(UUYECKYIO
tepanuio  UDJID-5, mnepopainbHbIMH WM HUHTAISIUUOHHBIMU CHUHTETUYECKMMHU aHAJIOTaMH
npocranukinHa (ATX — BO1AC, antuarperantsl, kpoMe renapusa). K 6-my mecsuy HabmoaeHus
B rpynne miane6o aucranius B THIX ymensmmnace Ha 9,4 M, TOorja Kak B Ipymiax JeuyeHHs
MalUTeHTaHOM ™ * T1a1e00-KOPPUTrHPOBAHHBIN IPUPOCT AUCTaHIIUK cocTaBmi +16,8 M (97,5% JIU,
2,7-3,4; p = 0,01) nmpu HazHaueHuu a03b1 B 3 mMr u +22,0 m (97,5% U, 3,2-40,8; p = 0,008) mpu
HazHayeHuu 10 mr. OK ynyummics Kk 6-My Mecsily JIeYeHHs 0 CPaBHEHHUIO ¢ UCXOAHBIM y 13%
nalueHToB B rpynme miamebo, 20% — B rpynne manutentada** 3 mr (p = 0,04) u 22% — B rpymnme
10 mr (p = 0,006). ITo cpaBHeHHIO ¢ Tpynmou mianedo Tepamus MalUTEHTaHOM™* BbI3bIBaJA
nocroBepHoe cHwkenue JICC u moBbllleHHE cepiedHOro uHAekca. Kpome Ttoro, mnpenapar
o0JaziaeT XOpoIIMM CIEKTpOM O€30MacHOCTH U HE MMEET paHee OMMCAHHBIX JJIs 3TOro Kiacca
IpenapaToB TenaroTOKCHYecKuX dS(P(EeKToB MM KIMHUYECKH 3HAaYMMbIX JIEKapCTBEHHBIX
B3aumozeiictBuil. UYacrora Oosiee dem 3-KpaTHOrO TMOBBIIIEHUS TpaHCAaMUHA3 U Pa3BUTHUSA
nepupepuyeckux OTEKOB HE paziyanach B Pa3IMYHBIX TPYMNax JIEYEHHUsS, YTO YKa3bIBaeT Ha
OTCYTCTBHE IrelaTOTOKCUYHOCTH MpenapaTta. OHAaKO IpU Ha3HAUYEHUHU MallUTeHTaHa™* 1ocTOBEpPHO
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qame B CpaBHEHHM C [Uianebo ormeuanack aHeMus. CHIbKeHUE reMorjoOmHa <= 8§ 1/m71
HaOmoaanock y 4,3% nainueHToB, npuHUMaromux mamurenTan** 10 mr/cytku [172]. Boaee Toro,
MalMTEeHTaH™* — eMHCTBEHHBIN mpenapart, 3pPEKTUBHOCTh U OE30MIaCHOCTh KOTOPOTO M3y4YeHa y
NAlUMEHTOB C mopromynbMoHaibHOU JIAIT B paHIOMH3UPOBAaHHOM IUIaLE00-KOHTPOIUPYEMOM
MHOTOILIEHTPOBOM KinHHYeckoM ucciieaoBanu PORTICO [189]. 3HaunMbIX MEKICKapCTBECHHBIX
B3aMMOJICHCTBUI y MaluTeHTaHa™* U B3aUMHOrO BIIMSHUSA [P OJHOBPEMEHHOM IpUEME
ManuTeHTana** u cuneHaduia He ormedero [190].

- PexomenpoBaHo Ha3zHaueHWe ManuTeHTaHa** mamuwenTam ¢ JIAD i ymydiieHus
(YHKIIMOHAJIBHOTO CTaTyca U IPEJIOTBPALICHUS MIPOrpeccupoBans 3aboneBanus [6, 147, 186-189].

- EOK IB (Y 2 YVP B) ansa maumentos [I-11T K

- EOK IIbC (Y1 3 YVYP B) ansa naruentos [V ©K

- Pexomennyercs exxemecs4HOE ONpeAeiIeHHEe AaKTHBHOCTH acmapTaTaMUHOTpaHc]epasbl u
allaHMHAMHHOTpaHCc(epas3bl B KpoBU Ha poHe mpuema JPA [6, 174, 185].
- EOK mwer (Y12 YVP B)

- PexkomeHyeTcsi KOHTPOJIb YPOBHEW I'eMOrNIOOMHA W T'€MaTOKPUTa KPOBHM Y ITAlHEHTOB C
JIAT', nonyuarouux DPA [6, 174].
- EOK mer (YYP C, Y/ 5)

3.2.2.4. ®ocdoanacrepasbl UHFTMOUTOPDI

ITatorenez JIAD' cBsizan ¢ ¢opmupoBaHueM JAe(ULUTa OCHOBHOHM Ba30qMJIaTHPYIOLICH
cyocranium, NO. Peanmzanus neiictBust NO oCcyIIecTBIS€TCS ITyTeM aKTUBAIUH T'yaHHJIATIIHKIIA3bI
U YBEJIMYEHUS CHHTE3a IMKJINYECKOro TIyaHO3MHMOHO(docdara, KOTOpbI, B CBOK O4Yepelb,
perynupyeT penaxkcaluio IJaJKOMBIIIEUHbIX KIETOK COCY0B, IPOHULIAEMOCTb 3HJIOTENHS, a TaKXKe
npefoTBpamaer arperamuio TpombormroB [191]. docdoamdcTepaza 5-ro TMma — OCHOBHOU
dbepmeHT, HUBEIUPYIONTUN dPPeKThl MUKINYecKoro ryaHosuaMonodocdara (ul'M®D). B cocymax
jgerkux mnauueHToB ¢ JII' 3HauMTENbHO NOBBINIEH YpOBeHb Qochoaudcrepassl S5-ro tuna. B
Poccuiickoit @enepanun 1t nedenus JIAD 3apeructpupoBan Toiabko ogud UDJID-5, npenapar
cungeHapui, xoropelii B 4 PKW mnponemMoHCTpupoBall CBOE€ MOJOXHTEIbHOE BIUSHHE Ha
reMOJMHaMHYECKHE MapaMeTpsl, (U3NUECKYI0 aKTUBHOCTh U ()YHKIIMOHAJIbHBIN KJIACC MAllUEHTOB C
JIAT [192, 193, 194, 195, 196]. K npumenenuto y manuentoB ¢ JIAI' II-III ®K ogobpena moza
cunaenadpuiaa 20 mr 3 pasa B genp [6]. B PKM SUPER-1 y mnammentoB ¢ JIAI (n = 278),
noiay4yaBmux cuwineHapun B gozax 20, 40, 80 mr 3 pasa B cyrku, K 12-ii Hexene Tepanuu
OTMEUAJIOCh  YJIY4YIlIEHWE KJIMHUYECKOM CHUMIOTOMATUKH, TE€MOJAMHAMUYECKUX IOKa3aTelew,
NEepeHOCUMOCTH (U3nYecKoil Harpy3ku. Paznuuuil B pe3ynbTarax JIe4eHUS NpPU CPABHUTEIIBHOU
oneHke no3upoBoK oT 20 no 80 Mr Tpu pasza B CyTKM He oTMedanoch. IIpn MHBa3MBHOHN OIEHKE
remoguHamukn MKK k 12-if Hepene Tepanuu B rpynnax cuineHaduia 1o CpaBHEHHUIO ¢ Iuianedo
oTMeuasioch gocrtoBepHoe cHkeHue cpennero [JJIA u JICC. lons nanueHToB ¢ ynydmeHuem @K,
KaK MUHUMYM Ha €IMHHUIlY, ObUIa BBILIE B KaXKJI0M IpymIie JiedeHHs CuiiieHaduIoM 10 CpaBHEHHIO
¢ rpynmnoi miane6o. He BBIABICHO pa3nuuuil MEXIy TIpymnmnaMu cuijgeHaduiaa Mo YuciIty
KJIMHUYECKUX COOBITHH, CBUICTEILCTBYIONIHMX 0 mporpeccupoBanuu JIAT [192]. Takum oOpazom, B
HACTOsIIEe BPEeMsSI OTCYTCTBYIOT yOEIUTENIbHBIE AaHHBIE O LEIeCO0O0pPa3HOCTH TOBBIMIEHHUS T03bI
cunneHaduia cebime 60 mr/cytku npu nporpeccupoBanuu JIAI. OcHoBHbIE TOOOYHBIE AP HEKTHI
(rosoBHast 00Jb, MPUIUBBI, AUCIEINCHS) CBA3aHBI C BAa30MJIATHPYIOLUIMM JIEHCTBHEM Ipernapara.
CnegyeT NOMHUTh W O JPYIMX MEXIJIEKAPCTBEHHBIX B3aMMOJCHCTBHUSX, B YAaCTHOCTH O
MHOTOKPaTHOM YBEJIMUYEHHHM KOHLEHTpaluu cuwiieHapuina Ha ¢one nmpuema BAAPT. Tem He
MeHee, U3MEHEHHUs A03upoBaHus cuiaeHaduna y nauuentoB ¢ BUU-JIAL, nomyuaronux BAAPT,

39m3 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgaumm — JlerovHas runepTeHsns, B TOM Yucne XpoHudeckas Tpomboambonuyeckas nerovyHas runepTeHsns —
2020 (03.06.2021) — Y1BepxaeHbl MuHsapasom PO

He TpeOyercs. CoOBMECTHOE MpHUMEHEHHE CHIJCHAaUIa W OPraHMYECKHUX  HHUTPATOB
IPOTHUBOITOKA3aHO M3-32 PUCKA CHHKOMAIBHBIX COCTOSHUN W CHMIITTOMHOM THIIOTEH3UH, TaK e Kak
COBMECTHBIH MpueM criaeHadmiIa u puoruryara™**,

- PexoMeHn10BaHO Ha3HaueHHE CWiieHaWIa JUI YIydlIeHUs] TePeHOCUMOCTH (DU3NYECKUX
Harpy3ok u QyHKIuoHansHOrO craryca nauuentos ¢ JIAT [6, 147, 192-196].

- EOK IA (YA 2 YVYP B) nns nanmenrtos II-111 ®K

- EOK IIbC (Y1 3 YVYP B) nisa naruentos [V ©K

3.2.2.5. Punouuryat**

B otmuume or UDJID-5, xoTtopeie mpenynpexnaroT aerpaganuio ul M®, puonmryar™*
noBbimaer ee npoaykiuio [197]. Puonuryar** umeer [IBOWHOM MEXaHHU3M JICHCTBUS:
ceHenbmmmsupyer pI'll k spnorenHomy NO myTem cTabmiIM3alluy UX CBSI3H, a TAKXKE HAIPAMYIO
CTUMYIIUpyeT (EepMEHT uepe3 JAPYyrod ydacTok cBs3u, He3aBucuMo oT NO. bmarogaps stum
s dexram, puoruryar** BoccraHaBIMBaeT MeTa0OIMYECKHi MyTh "MOHOOkcHuna azotra — pl'll —
ul'M®" u BbI3bIBaeT yBenuueHue npoaykuuu il M®, KoTopslil UrpaeT BaXKHYIO pOJib B PETYJISLUU
COCYIIUCTOTO TOHYCA, mpoiieccoB nponudepanuu, prudposa u Bocnanenus [198]. Takum obpazom,
peamzanus d¢dekra puonuryata** He 3aBucur oT NO, coaepkaHWe KOTOPOTO 3HAYUTEIHHO
cHmkeHo y nanueHToB ¢ JIAT. B 12-HenensHoM ABOWHOM cliienoM ranedo-koHTponupyemom PKU
PATENT-1 npoxemoncTpupoBana 3h()eKTUBHOCTh M 0€30MacHOCTh PHOIUTyaTa** y MarueHToB ¢
JIAT' (n = 443), cpenn xotopeix Obumm mamueHTsl ¢ WJIAL, cemeitnoit JIAI, a Ttaxxke JIAT,
accouuunposanHoit ¢ C3CT, BIIC, nopranbHOI runepTeH3uei, NpueMoM MpenapaToB AJis JICUCHUS
O’KUPEHUS LIEHTPAIbHOrO AeHcTBUS Wi amderamuna. [lpenapat B 1o3e 10 2,5 Mr 3 pasza B CyTKH
ylydmian  KJIWHUYECKYIO CUMITOMATHUKY, [IEPEHOCUMOCTD ¢u3nveckux  HaArpys3ok,
remoanHamuueckue napamerpsl, @K JIAT, a Taxoke yBeauuuBai BpeMs 0 Pa3BUTHS KIMHUYECKOTO
yxyawenus. K 12-i1 nenene nucrannus B THIX yBenuuunacs Ha +30 M OT MCXOAHOHM B rpyrmie
puoruryara** ¢ MakcUMajabHOM 1030# 2,5 Mr 3 pas3a B CyTKH, TOTJa Kak B Ipymie Iuianedo oHa
cHU3WIACh B cpefHeM Ha 6 M (p < 0,001). Ynyumenne auctaniuu B THIX k 12-i1 Henene neueHus
JOCTHUTAJIOCh W Yy TAlMEHTOB, MOJyYaBIINX IMPEIIECTBYIONIYIO cnennpudeckyo tepanuio [199].
Benuuuna JICC B rpynne puonuryata** ¢ MakcuManabHOM 10308 2,5 Mr 3 pa3a B CyTKM CHU3WJIACh
Ha 223 auH/cex/cM°, Toraa Kak B Ipyfie miane6o OTMeYeHO CHukeHue Ha 9 mun/cex/cm® (p <
0,001). CratucTruecku 3HaYMMBIMU [IPU HA3HAYEHUU pUoOLUTyaTa*™ B cpaBHEHHUH C M1aledo OblIn
U3MEHEeHHs TeMOoJMHaMHYecKux mokasateneil (cpennero JIJIA, cepaeuHoro BbIOpoca), a Takxke
ypoBHsL NT-proBNP, ®K (BO3) u crenenu oxpiuku no bopry. JlocToBepHO pexe B rpyIie
puoruryara** ¢ MakCUMaabHOM 10301 2,5 MTI 3 pa3a B CyTKM B CPaBHEHUU ¢ IUIane00 HacTymaiu
coObITHS, yKa3biBarole Ha kiuHudeckoe yxyauenue JIAI. ITo nanueiM PATENT-2 nByxnetHss
BBDKMBaeMOCTh nareHToB ¢ JIAT Ha done Tepanuu puonuryarom™* coctasumna 93%, npu 3ToM y
79% manueHToB He HabM0Aanoch KIMHUYeCcKoro yxyamenus. bonee Toro, 83% nanueHToB uepes 2
rojia OCTaBaIMCh Ha MoOHOTepanuu puonuryarom** [200]. Puomuryar** oOmamaer XOopoimmm
CHEKTPOM 0€30MacHOCTH, TaK KaK 4acToTa HauboJiee cepbe3HbIX HEXeIaTeIbHbIX SBICHUN, TAKHX
KaK CHHKOMAJbHBIE COCTOSIHUSA, MPUHIMIIMAIBGHO HE OTIMYalach OT TPYIIbl Iuianedo mnpu
UCTIOJIb30BaHUN MaKcUMalIbHOW 103upoBkH (1% u 4%, coorBercTBenHO) [201]. Tutparus mo3bI
puonuryata** noKkHa OCYIIECTBISATHCS MPU TIIATEIHHOM KOHTPOJIE KIMHUYECKUX MPOSBICHUNA U
ypoBHs A/l. B Poccuiickoii @enepannu K TUTPALMK TOCTYIHBI 103UpoBKU | mr, 1,5 mr, 2 mr u 2,5
Mr puouuryata**. TuTpauus OCYIIECTBISETCS C HHTEPBAJIOM B 2 HENENHU MOJ KOHTPOJIEM
CyObEKTHBHOM NMEPEHOCUMOCTH U YPOBHs cUCTOonM4Yeckoro AJl, KOTOpbIil B MOKOE B MOJO0XKEHUU
CUJs He JTOJDKEeH ObITh MeHee 95 MM pT. cT. [lanuenTsl, NpuHUMarOIKUe pUONUryaT™*, He JOIKHBI
KYpUTh, TIOCKOJIbKY Ha (POHE KypeHHs 3HAUMMO CHMKAETCSl KOHIIEHTpalus pHouryara** B KpoBu.
Puonuryar** o6magaer TepaToreHHbIM 3((EeKToOM U ero MNpUMEHeHHe Yy OepeMeHHBIX
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IMPOTHUBOIIOKA3aHO.

- PekomennoBaHo Ha3HauYeHHE pHOLMIyaTa** Iyl ynydIIeHHs MEPEeHOCUMOCTH (PU3UUECKIX
Harpy3ok, ynyumrenus @K (BO3) u npenorepamenus nporpeccuposanus JIAT [6, 147, 199, 200].

- EOK IB (Y 2 YVP B) ansa maumentos [I-11T K

- EOK IIbC (Y1 3 YVYP B) nnsa naruentos [V ®K

- He pexkomenayercss komOuHanus puonuryara** um cunpeHaduia m3-3a pucKa pa3BUTHS
CHCTEMHOM TUIIOTEH3HUHU U APYTrUX mooo4Hsx 3ddexros [6, 147, 199, 200].

-EOK B (Y 5 YYP C)

3.2.2.6. Cenekcunar

Cenexcunar — IMEpBbI CEJNEKTUBHBIH aroHUCT IpocTauukiuHOBbIX (IP) penentopoB s
nepopansHoro npueMa (ATX — BOIAC, antuarperantsl, Kpome renapuna). JlelictBue cenexkcumara
U ero MeradojuTa peanu3yercs 4depe3 akTHBaluio [P-penentopoB, BbI3BIBACT Ba30MJIATALUIO
cocynoB MKK u camwxkenue JICC. B nunotnom PKU 2-it ¢a3el y naunenTos ¢ JIAI, nomxydaBmmx
tepanuto UDJD-5, unu DPA, na 17-i1 Henene tepanuu cenexkcunarom ormeueHo cHuxenue JICC
[202]. Tornma kak B PKU 3-ii pazer GRIPHON c BriroueHuem 1156 manueHToB (cpeny HUX rpyrina
cenekcuriara — 574 manuenta) JIAI-moHOTepamusi ceJleKCHUIaroM WM IOCJeI0BaTeIbHas
KOMOWHHpOBaHHAasl (JIBOMHAs MW Jaxe TpoWHas) crnenuduueckas Tepanus ¢ A00aBlIeHHEM
CeJIeKCHIIara CHUXKaua BpeMs 10 HaCTYIUIEHHs NEepBOro coObITHs, accouunpoBanHoro ¢ JIAL, win
cmeptu marenta Ha 40% (OP = 0,60; 99% N 0,46-0,78; p < 0,001) [203]. DddexkruBHOCTH
CeJIeKCHUIIara He 3aBucesa OT TOro, MPUMEHSIICA JIU mpenapaT B kauectBe MmoHorepanuu (OP = 0,57,
99% U 0,32-1,03) unu B kKoMOMHAIMK C APYyruMu crienupudeckumu npenaparamu: UDJ3-5 (OP
= 0,66; 99% U 0,32-1,35) unu DPA (OP = 0,66; 99% AU 0,32-1,35), a takxke OT BO3pacTa
narueHTa u dTronoruu 3adoneBanus [206]. Hapsay ¢ atum 3apeructpupoBaH 3G QGeKT Tepanuu
CEJIEKCUIIAaroM M0 CPaBHEHMIO C Iulanedo Ha (U3MUecKyr pabOTOCIHOCOOHOCTh MAlMEHTOB I10
manaeiM THIX (+12 m; 99% AU 1-24 m; p = 0,003). K xoHIy nBoiftHOTO ciemnoro mepuona (26
HE/leb) OTMEYEHO CHMKEHHE CMEPTHOCTH M YacTOTHI TOCIUTAIN3ALIWN B CBSI3U C YXYALICHHEM
teuenus JIAI va 30% (OP = 0,70; 95% AN 0,54 mo 0,91; p = 0,003), npuuem 87,4% coOwITuiA
MPUXOIUIOCh Ha TocnuTanu3anuu. Ceaekcurnar TUTpoBaIM, HaunHasi ¢ 7036l 200 MKT 11Ba pasza B
JIeHb, €KEHEeJeNbHO ToBbImas 1a03y Ha 200 MKr 10 MakCHMalabHO MEPEHOCUMOM JI03BI.
MakcumanbHO JOMyCTUMAas J103a cenekcuriara coctaBuia 1600 Mkr 2 pasza B aeHb. [Ipu anamuze
CTPYKTYpbl MHAMBHIYaIbHON noaaepkuBaromieid no3el B uccaenosanun GRIPHON ycraHoBieHo,
yTo 42,9% mNanueHToB Moyydasid BbICOKHE 103bl, 31,2% — cpemnue, U Tonbko 23,2% — HU3KHE.
HexxenaTenbHble SBIEHUS, CBSI3aHHBIE C IPUEMOM CelleKCHIara, Bcrpedaiuch B 14,3% ciaydaeB mo
cpaBHeHuto ¢ 7,1% B rpymnme mane0o, 4yTo B psAAe ciaydaeB ObUIO NMPUUYMHOW MpEeKpalleHus
nanpHelmero yyactus B uccinegosanuu GRIPHON (p < 0,001). Haubonee pacnpocTpaHeHHBIMU
no0oyHbIMU 3P dexTamMu Ha (OoHE MpHeMa celleKcurara ObUIM TojIoBHas 00jb, OOMM B HUXKHEH
YeIIOCTH, TOUTHOTA, JHapest, MUAJITHH, TIPHINBEL. COBMECTHBIN IPUEM CEJICKCHITara ¢ HHTHOUTOPOM
CYP2C8 remdpudpo3uaoM KaTeropuyecku IMPOTUBOMOKA3aH H3-3a JIBYKPAaTHOTO YBEJIWYEHUS
KOHIICHTPAIINH CEJeKCHIIara B KPOBU M, COOTBETCTBEHHO, YCHIICHHSI TOOOYHBIX 3((PeKToB.

- PexomMeHI0BaHO Ha3HAu€HUE CEJIEKCHIIara B KAueCTBE MOHOTEPAlMM U B paMKax
KOMOMHMpoBaHHOW  Tepanuu namuerntam ¢ JIAI 1I-II1 ®K jgns  npenynpexiaeHus
nporpeccupoBanus 3abonesanus [6, 147, 202, 203].

- EOK IB (YA 3 YVVP B) nns nauuenrtos II-11T ®K

3.2.2.7. KomGbuHMpoBaHHasa Tepanus
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KomOunupoBaHHass Tepanmusi C BO3JACHCTBHEM Ha pa3iMYHbIC 3BEHbS MAaTOreHe3a IIUPOKO
IIPUMEHSETCA B JICUCHUH NALMEHTOB C CEPACYHOM HENOCTATOYHOCTBIO, CUCTEMHOW apTEpHaIbHOU
runeprensueid, BUU-undexnueil. IToT MOAX0X SBIAETCS MPHUBIEKATEIBHBIM BBUAY BO3MOKHOCTH
OIHOBPEMEHHOI'O BIMSHHUS Ha HECKOJIBKO IyTed maroreHes3a JIAI', 4To npHBOOUT K CHUKCHHIO
JICC, npenoTBpallleHUIO JAJIbHEWIIEr0 pPEMOAEIUPOBAHUS JIETOYHBIX apTepuil U, B UTOre, K
YBEJIMUEHHUIO BPEMEHHU 10 yXyAuleHus tedeHus JIAI', CHUKEeHHMIO 4aCTOThl Pa3BUTHUS OCIOKHEHHH,
B TOM 4HCIIE U (paTaibHbIX.

[TonTBepxaeHUEM MPEBOCXOACTBA KOMOMHUPOBAHHOW TepanMM HajJ MOHOTEpamnuen ciyxar
pe3ysabTaThl HECKOJIBKHUX METAaHAIU30B  KIMHUYECKUX HCCIENOBAaHUM C IPUMEHEHHEM
KOMOMHUpPOBaHHOM  crmeuu¢puyeckoil  TepamuM, B  KOTOPbIX  IIOKa3aHO  YyJydllIE€HUE
reMOJUHAMHUYECKHX IMOKa3areneil u gusndeckoir paborocnocodbnoctn namueHToB (TIIX +23 wm),
cHmkeHue pucka yxynmenus teuenuss JIAI' ma 35%, mporpeccupoBanus JIAIT na 38-47%,
YMEHBIIEHUE pUCKa FOCIUTAIN3alMU B CBs3U ¢ mporpeccupoBanueM JIAD Ha 29% u sckananuu
Tepanuu Ha 62% 1o cpaBHeHUIO ¢ MoHOoTepamnueit [204, 205, 206]. U ecnu nenecooOpa3HOCTD
Ha3HAYEHUs CTApTOBON KOMOMHWPOBAaHHOH crienuduyeckoil Tepanuu, y nanuentos ¢ [ ®K JIAT
B OOJIBLIIMHCTBE CIy4aeB HE BBI3bIBAET COMHEHMI, TO arpeccUBHasl CTpATErusl BEICHUS MallUCHTOB
co I ®K JIAT ob6cyxnaanack Tosbko B EBporneiickux pekomenganusx 2015 roaa [6]. [IpopbiBHBIM B
OTHOILEHUM CMEHBI NapaJurMel BeieHus nanueHToB HeBbicokoro ®K cran 2017 rox, koraa Obuiu
ONyOJMKOBAaHBI JIaHHBIE TPEX PErucTpOB, B KOTOPBIX HA NPAKTUKE MPUMEHEH IOAX0]
cTpaTHU(UKALUK PUCKA JETAIBHOCTH, IPEUIOKEHHBIN B PEKOMEHJAIMAX [0 BEICHUIO MAI[UEHTOB C
JIT' EBpomneiickum pecniupaTopHbiM U EBporeiickum kapanonorndeckuM odbmectBamu [129, 130,
131]. Oka3anock, 4TO rojoBasl JETAJbHOCTh MALIUEHTOB C HCXOAHO NPOMEXKYTOUHBIM PUCKOM
aeranbHOCTH coctaBisieT 17% [129]. A cocrosiHME NAlMEHTOB ATOW TPYIIbI PUCKA OOBIYHO
xapaktepu3ytoT kak Il umm III ®K JIAT. Ilo nanueim peructpa COMPERA koMOMHHUPOBaHHYIO
Tepanuio noiayyaiu Tosbko 40% NanueHToB rpynIibl IPOMEXKYTOYHOTO PUCKA JIETAIBHOCTH, HO U B
IpymIe MalueHTOB 30Hbl BBICOKOI'O PHCKa JIETAIbHOCTU CTapTOBas KOMOMHUpPOBaHHAs Tepamnus
Obu1a TOJIBKO Y 36% malMeHToB Ha nepuo] HabmoaeHus ot 3 mecsies 1o 2 yet [130]. Hecmotps
Ha HAJIMYUE Pa3IMYHBIX TPy crienU(pUUEeCKUX aHTUIIEPTEH3UBHBIX MpenapaToB i geueHus JIAT
U TOAXOJ B JICUYCHHH, OCHOBAaHHBIH Ha CTpaTU(UKAIMK pPHCKA JIETATBHOCTH, TPEXJIETHSSA
BBDKMBAeMOCTh MaiueHToB ¢ JIAI octaercss HEYJOBIETBOPUTENBbHOM U BapbupyeT oT 67 1o 74%.
Tem He MeHee, eciaM B TEUYEHHE IEPBOrO ToJa C MOMEHTa Haudaja CHelu(pUYecKol Teparuw,
HAalMEeHT U3 30HbI BBICOKOTO/TIPOMEXYTOYHOTO PUCKA JIETAIBHOCTH NEPEXOAUT B 30HY HU3KOIO
pHUCKa, TO TMOCIEAYyIoIas BbDKMBAEMOCTh COMOCTAaBHMa C MAlMEHTaMM, KOTOpPbIE MCXOAHO ObUIM
CTpaTu(UIMPOBAHbI, KaK HAXOASIINECS B 30HE HU3KOTO prcka jetanbHocTh [129]. Takum oOpazom,
pe3yabTatel npocnekTuBHbIX peructpoB  COMPERA, SPAHR wu ¢panmy3ckoro perucrpa
MOJATBEPAMUIIN 1EIeCO00Pa3HOCTh HCIIOJIb30BAHUS CHUCTEMBI CTpaTHU(UKALMU PHUCKA JIETaIbHOCTH,
NpeaoKeHHYI0 B JAeiicTByrommx EBponeiickux pekomeHmanusx [6], m HeoOxomumocTh Oomee
arpecCUBHOM TAKTHKU BEJEHUS MAallMEHTOB MPOMEXKYTOYHOTO pucKa JietanbHocTu. Kpome Toro,
reMo/IMHaMHYeCKue IoKazaTesu, noixydeHHsle Bo Bpemss UBKC, ocratoTcst ofHMMH M3 CaMbIX
CHWJIbHBIX JIETEPMHUHAHT CTpaTU(UKAIMK PUCKA JETaJIbHOCTU U BbIOOpa TakTUKK BeneHus [129, 130,
131]. K coxanenuto, cucrema crpaTu(uKanuy pucka JeTalbHOCTH, peuiokeHHas EBporneiickumu
pexomeHpanuamu 2015 roma, B ommune ot kanbkynsatopa pucka REVEAL 2.0 e yuutsiBaer
Takue HeMoAu(UIMpyeMble MOKa3aTesd, KaK BO3pacT, MOJ M 3THOJOIUs 3a00JeBaHMS, a TaKXKe
comyTcTByoIIYy0 natojoruo [10].

PesynpTaThl mociaeIHUX JIOATOCPOUYHBIX MHOroneHTpoBbix PKU, BkimrodaBmmx Oosbinoe
konudyecTBO nanueHtoB ¢ JIAI' I rpynmbl, DNO3BOIMIM OLIEHUTh BIIMSHHE CTapTOBOU
koMOuHHpoBaHHOW  Tepammu  (AMBITION) wu  mociemoBaTenbHONH — KOMOWHUPOBAaHHOM
crnenuduaeckoit Tepanuu, (SERAPHIN, GRIPHON) na ucxoast 3ab6oneBanus [190, 210, 211] u
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c/IeNaTh BBIBOJ O LIEI€CO00Pa3HOCTH paHHEH KOMOMHHPOBAHHOM CIIEU(HUECKON TEpanuu, Taxe y
nanreHToB co Il ®K JIAT, KOTOpBIX MOKHO OTHECTH KaK K 30HE HU3KOI'O PHUCKA JIETAIbHOCTH, TaK
u npomexyrounou [147]. Tak, B8 PKU SERAPHIN 63,7% BxkmodeHHbix manueHToB ¢ JIAT 1
IpyMIIbI HOTy4aan 0a30BYyI0 CeUU(UUYECKYIO TEPAInIo, IPEUMYLIECTBEHHO cuieHaduioM, u 5,4%
MAIMEHTOB — TEpPaNui0 CUHTETHYECKMMHU aHajmoramu mnpocranukiuHa (ATX — BO1AC,
aHTHarperaHTsl, KpoMe remnaputa). Ha ¢pone KoMOMHUPOBAaHHOM TEpanuK ¢ MAalIUTEHTAHOM™** puCK
HEOJIarompusTHBIX  COOBITHH  (TrOCHHMTaNM3aluM, CMepTh, yxyameHue TeueHus JIAT,
TpaHCILIAHTAIMs/CenTOTOMUs) CHMKaincs Ha 38% (p = 0,009) [188]. B PKM AMBITION
IPOIEMOHCTPUPOBAHO CHMKEHHE pHCKa coObITHI Ha 50% B rpymme crapToBO KOMOMHUPOBAaHHOMN
Tepanuy amOpHu3eHTaHOM™* B codeTaHMM ¢ Tajana@uioM# IO CPaBHEHHUIO C TpyHIaMU
MOHOTepanuu amOpu3eHTaHoM** wim Tananapunom# (p < 0,001) [207]. B PKU GRIPHON puck
HEeOJIaronpusATHBIX COOBITUI CHUXacs Ha 37% B rpymne NalueHTOoB, MOJy4YaBIIUX CEJIEKCUIIar B
nononHenne K tepanun UPJD-5 u OPA (n = 179) no cpaBHEHMIO € TpyNIoOH, MONy4aBIIEH
JIBOMHYIO KOMOWMHHpOBaHHYIO Tepanuio (n = 197) (OP = 0,63; 99% 1AW 0,39-1,01) [208].
WuTtepeceH ToT (akT, 4TO pUCK HEOIATOMPHUATHBIX COOBITHH 3a 30-MeCUHBINA NEprUOT HAOIIOACHUS
B PKU GRIPHON ywmenbmancs Ha 63% y nauuentoB co II @K JIAI" Ha ¢goHe nocnenoBareabHOR
TpoitHOHM Tepanuu (n = 55) Mo cpaBHEHHIO ¢ JBOWHOW cnenuduyeckoi Tepanuerd (n = 60) (OP =
0,37; 95% AW 0,15-0,95). CnemyeT OTHETBHO OCTAHOBUTHCS HA pe3yJbTaTax MHIOTHOTO
OJTHOLIEHTPOBOT'O MPOCIIEKTUBHOTO HEKOHTposupyemoro uccienoanus O. Sitbon ¢ coaBropamu
(2014), B xotopom 19 "nHamBubM" marmentam ¢ JIAT II-IV ®K (WUJIAT, nacnencrtsennas JIAT,
nexapctBerHass JIAI') Ha3HayeHa crapToBass KOMOMHHMPOBAaHHAs TEpamusl SIHOMPOCTCHOIIOM B
COYETaHUU C MepopalibHBIMU IpenapaTamMu cuijgeHapuiaoM u OozeHTaHoM™**. TpexierHss
BbDKMBAEMOCTh HalueHToB coctaBuia 100%, a mnepeHOCHMMOCTb (U3MYECKON Harpy3ku u
HoKa3aTeay reMOJAMHAMUKU JAEMOHCTPUPOBAIM YCTOHUMBOE yiyulleHue ciycts 32 +/- 19 mecsua
neyenus [209].

VYuuteiBasg pe3ynbTarel PKU mocnenHux J1eT ¥ AaHHBIE NMPOCHEKTHBHBIX MEXIYHAPOIHBIX
peructpoB, B 2018 romy KenbHCKMI KOHCEHCYC SKCHEPTOB MPEUIOKHI HOBBIH IMOAXOI B
Ha3HAUYEHUHM CTApTOBOM KOMOWMHMPOBAHHOW Tepanuu, COTJIACHO KOTOPOMY Jake MalMeHTaM C
HU3KUM PUCKOM JIETAJIbHOCTH MOKa3aHa CTapToBasi KOMOMHUpoBaHHas Tepanus. O003HaueHa 1elb
Tepanuu: cTabuIbHOE JOCTHXKEHHE 30HBI HU3KOro pucka jeraibHocTd [9, 10, 147]. Kpome Toro, B
HOBOM aIroputMe JedeHus mnanueHtoB ¢ JIAIT mpemioxkeHo pas3iuyarh MAUEHTOB C
"knaccuueckuM" penorunnom MIAI u nanmenTos ¢ JIAIL ¢ conmyTcTBytoIIel naronorueii.

K "knaccuueckomy" denoruny MJIAIT MOKHO OTHECTH MOJOJBIX MAIMEHTOB C TUIMHYHOU
npekanmwuisipoi JII' 6e3 comyrcTByromiel mnarosoruu, Torna kak manueHtsl ¢ WJIADL m
comyTcTByMOIIEe maronorueit (aprepuanbHas runeprensus, UBC, caxapublii nualet, oXupeHue,
NATOJIOTUSl JIETKMX) — OOBIYHO JIFOAM CTapllield BO3pacTHOW rpynnbl. IMEHHO Ui MAallMEHTOB C
NJIAT" crapmieil Bo3pacTHOM Trpynmbl ¢ KOMOPOMAHBIMHM COCTOSIHUSIMH, HECMOTpPSi Ha DPUCKHU
JETaJbHOCTH, B KadyecTBE Hayaja CHeUU(PUUEcCKON Tepamuu MOXKET ObITh MPEI0KEHO
UCIMOJIb30BaTh MOHOTEPANUIO C MOCTENYIOmEeH OLEHKOW AS(PQPEKTUBHOCTH U HHIUBHIYaJIbHBIM
pEelIeHUEM O 11eJIeCO00pa3HOCTH MPUMEHEHUsST KOMOMHUPOBaHHOM Tepamuu [10].

Taxum 00pazom, CKJIaAbIBAaeTCS MPEICTaBIEHUE O JOCTaTOYHO Y3KOH MOMYJISALUU NAllMeHTOB,
y KOTOPBIX MOXET paccMaTpUBaTbCsl CTApTOBasi MOHOTEpamus, 4YTO BIEPBBIE OBLIO
chopmymnuposano B 2019 rony:

- IMaumentet ¢ WJIAI, nacnenctBennoit JIAI, JIAI' Ha ¢doHe mnpuema nekapCTBEHHBIX
IIPENapaToB C IOJOKUTEIBHBIM Ba30pEaKTUBHBIM TECTOM, YCTOWYMBBIM JoctmxkeHuem [-1I OK
JIAT' m ynydmeHneM TeMOJIWHAMHYECKUX ToKazarened (MpeXHUE WM YIYYIIAIIHecs TIo
CPaBHEHMIO C JOCTUTHYTBIMM BO BPEMs INPOBEIEHUS Ba30PEAKTHMBHOIO TecTa) uepe3 1 rox Ha
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moHotepanuu BKK;

- ITanmenTsl, nuTenbHO Todydaromme MoHotepanuio BKK (> 5-10 mer) m Haxomsmuecs
CTaOUIIbHO B 30HE HU3KOI'O pUCKa JIETAIbHOCTH;

- Ilammuenter ¢ UJIATD crapmie 75 neT ¢ MHOTOYHMCICHHBIMU (DaKTOpaMH pHUCKa CEpIeYHOM
HEJ0CTaTOYHOCTU C COXPAHHOM COKPAaTUTENIBHOM CIIOCOOHOCTBIO JIEBOTO JKely10uka (Beicokoe A/l,
caxapHbli Auadert, GuOpMIUIALKS Tpeacepanii, OXKUPEHHE);

- [larenTsI ¢ MOO3peHneM M BhICOKOH BeposiTHOCThI0 BOBJI/JIKT;

- Ilanuenter ¢ JIAI, acconuupoBanHoi ¢ BUY wunum mnopranbHOM THNEPTEH3UEH WU
HekopperupoBaHHbiMu BIIC, mockonbKy 3TH rpynnbl nanveHtoB He BkiIouyanuck B PKU co
CTapTOBOM KOMOMHMPOBAHHOMW TEPAITHUECH;

- [TaunenTsl ¢ nerkum teuenueM JIAD (I @K JIAT, JICC 3-4 en. Byna, cpennee JIA <30 mm
PT. CT. 1 HOPMaJIbHBIE MTOKA3aTEeNH MIPABOr0 JKEITYA0UYKa M0 JaHHBIM dXO0Kapauorpadun);

- KoMmOunupoBanHas crenuduueckas Tepanus HEJOCTYIHA WM POTUBOIOKAa3aHa
(Hampumep, Tsbkenas narosorus nedenu) [10].

Bbe3yciioBHO, KOMOMHHpPOBaHHAs TEpaIvsi UMEET M CBOM OOpaTHbBIE CTOPOHBI B BUIE CyMMAITHH
no00YHbIX 3(()EKTOB, MEKIECKAPCTBEHHBIX B3aWMOJACUCTBUNA W NPUBEPKEHHOCTH TEparuu y
NAUEHTOB, UCXOAHO UMEIOIIMX COMYTCTBYIOLIYIO AaTOJOTHIO, 10 TOBOY KOTOPOM OOJIbHBIE MOTYT
noiyyaTb  OONBIIOE  KOJUYECTBO  IPernapaToB [210]. Kpome  Toro,  BOMPOCHI
(bapMaK0IKOHOMUYECKOH APPEKTUBHOCTH TAK)KE OCTAIOTCS HEpeleHHbIMU. OCTaeTcsi HEsICHBIM,
Kakasi TAaKTUKa JOJIKHA ObITh IPEANpPUHSTA B ciiydae HedddekTuBHOCTH MOHOTepanuu. Hacrosimas
CTpaTerusi BEJCHHUS IAallMEHTOB C HEAJCKBATHBIM KIMHUYECKUM OTBETOM IIPEAyCMaTpPHUBACT
ACKaJAIMI0 yXKe UMEIOIIeHcs Tepanuu 3a cueT J100aBlIeHUs BTOPOTO U TPETHETO CHEelH(PUIEeCKOro
npenapata. HensBecTHo, Kak U3MEHUTCS TeUueHUE 3a00JI€BaHUA B Cllydae 3aMEHbI IIpernapara oqHou
TPYNIbI IPEenapaToM U3 APYroi Tpynmbl. Y CTAaHOBICHHBIX PEKOMEHIAIMI MO 3TOMY MOBOIY HET,
HecMoTps Ha oOHanexwuBaromme pe3ynbtaTl PKIMI RESPITE mo mepekitoueHuio ManueHTOB C
HEaJIeKBaTHBIM KIMHUYECKUM OTBETOM C Tepanuu cuineHadmiom Ha puonmryar** [211]. B
OTKPBITOM HEKOHTpodupyeMoM kiauHudeckoM wuccienoBanuu RESPITE 61 mamument ¢ JIAD 1
rpynnsl  (92% WJIAT), wnaxomsmmiicas B III @K, HecMOoTps Ha TmolydyaeMyr Teparuio
cunieHapuiaoMm Oosiee 3 MecsIeB, MEPEBEACH Ha TEpamuio PHOLMTyaToM™* ¢ mocienyomum
nepuoaoM Habmonenus. K 24-it nenene nadnroaeHus Toinbko 46% mnanueHToB octaBaiuch B [ OK
JIAT, torma xak 56% mnanuentoB nocturiu I ®K u 2% manmentoB — I ®K JIAT. Hapsay co
camwkenneM @K, perucrpupoBanocs yenuuenue aucraniuu B TIIX wa 31 +/- 63 m (p < 0,01) u
cHmkeHne ypoBHA NT-proBNP B ceiBopoTke kpoBu. OpHako clieyeT OTMETHTb, uTo 82%
NalMEeHTOB MCXOJHO OBbUIM Ha KOMOMHHpOBaHHOM Tepanuu cuiaeHadmiom u OPA. Ilockonbky
pe3yabTaTOB MCCIIEIOBAHNMN, OJJHOBPEMEHHO CPABHUBAIOUINX A(PPEKTUBHOCTh U O€30MMaCHOCTh BCEX
Tpex OPA HeT, TO MHTEepEeCHBI JJaHHBIE 110 MEPEKIIOUEHUIO ¢ Tepanuu ogHuM ODPA Ha npyroi. Tak,
[0 JIaHHBIM OJIHOLIEHTPOBOTO TPOCIEKTUBHOIO KOropTHoro wuccienoBanuss M.T. Politi ¢
coaBTopamu (2017), mepexntoueHne ¢ O6o3eHTaHa** Ha MauuteHTan** 78 maumentoB ¢ JIATD 1
rpynmsl Ha ¢oHe 6a30BOM Tepanuu cuigeHauIoM U KOMOMHUPOBAHHOM Tepanuu cuiaeHapun +
cuHTeTnueckuil ananor npoctanukiania (ATX — BO1AC, antuarperanrtsl, kpoMme renapusa) y 21%
HNalMeHToB K 12 MecsuaMm HaOmoneHUs 00ecneurBaio MOJOKUTENbHBIM 3(h¢dekT B BHIE
JIOCTOBEPHOTO yMEHbIeHHUs1 KoymmuecTBa nanueHToB ¢ [I1-1IV ®K JIAT (¢ 47,6 mo 9,5%, p < 0,01),
yBenmmueHus: aucraniuu B TIHIX (c 348,1 +/- 75,6 mo 398,0 +/- 63,7 m, p < 0,001), cHMXEeHUS
ypoBHsi BNP B ceiBopoTke kKpoBu (¢ 98 (68-132) mo 78 (62-120) nr/mi, p < 0,01) u Oosee HU3KUX
3HaueHud TpancamuHaz (p < 0,001) [212]. AmnanoruuHslii pe3yabTaT OBLI MOJYYeH B
MPOCIEKTUBHOM JIBYLIECHTPOBOM HEKOHTpoOIMpyeMoM ucciienoBanuu y 40 maruentos ¢ JIAT-BIIC,
cpeau kotopbix 40% wumenu cuHapoMm J[layna, 75% — cuHgpom OlizeHmeHrepa u 23% —
MPEANMIEeCTBYIONMYIO0 Tepanuio cuiaeHadguiom. [Ipu mepekimoduennn ¢ tepanuu 0o3eHTaHOM™* Ha
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maruteHTan** ngoctoBepHo ymenbwmancs OK JIAT (III-1V 48% -> 23%, p = 0,004), cHmwxancs
ypoBenb NT-proBNP B ceiBopotke kpoBu (p = 0,02) u yeenuuubanocs TAPSE (p = 0,002) [213].

- Pexomenayercs Ha3Hau€HHE TOCIEAOBATEILHOW KOMOMHUPOBAHHOW —CIEIH(PHUECKON
Tepanuy Ui JIeYeHUs MAlMeHTOB C HEJAOCTAaTOUYHBIM OTBETOM Ha HaudalbHYI0 MOHOTepanuto [6, 9,
10, 147] (Tabnuua 13, Ipunoxenue A3).

-EOKIB (Y5 YVYPC)

- PekoMenayercs HayanbHass KOMOMHUPOBAHHAS TepAIUsl AHTUTICPTEH3UBHBIMU TMIperapaTaMu
qis nedenus JIADT mpu BeicokoM pucke setaasHocTd (> 10% B rox) [9, 10, 147, 188, 204-206, 207-
208].

- EOK ITIaC (Y11 5 VYP C)

- Pexomenmyercss paccMOTpPETh BO3MOXKHOCTh MEPEKIIOUYCHHS Ha pUONHTyarT™*  mpu
Hea(pekTHBHOCTH MOHOTEpanuu cuiageHadmmom [9, 211].
- EOK wer (Y13 YVP B)

- PexoMeniyeTcst paccCMOTPETh BO3MOXHOCTh TIEPEKITFOUEHHSI C OJTHOTO Iperapara Ha APyrou
B paMKax OJIHOTO Kjacca aHTHIICPTEH3WBHBIX mpemapatoB s JedeHus JIAIT wim  Ha
JIEKapCTBEHHBIN Tpernapar apyroro kiacca [212, 213].

- He pexkomenmyercs paccmaTpuBaTh B KadecTBE Mperapara IMEPBOM JIMHUM B paMKax
MIOCJICIOBATEIbHON KOMOWHHPOBAHHOW Tepanuyd Yy TMAalUeHTOB, PaHEe IMOJy4YaBIIUX TEPAIHIO
cwineHaduIoOM,  JICKapCTBEHHBIM  mpemapar  Oo3eHTaH™ ¢ yderoM  ocoOeHHocTei
MEIKJIEKapCTBEHHOTO B3aumozeiicteus [9, 185].

- EOK IIaC (YAJ1 2 YVP B)

- PexomeHnmoBaHO Ha3HaueHHe MaruTeHTaHa** OombHbIM JIAI, He mocTHTAKOIIMM Ieiei
JICYCHUS TIPH Ha3HaYeHUH cuiieHaduna [6, 9, 188].

- EOK IB (YI/1 2 YVP B) ansa maumenTos II-11T K

- EOK IIaC (Y 3 YYP A) nns narmentoB [V OK

- PexkomennmoBaHo HasHaueHue puonuryara** OonpHbIM JIAD, He JOCTHUTAIOIUM IEJeH
JIeUeHMsI TPH Ha3HavyeHuu Oo3eHTaHa** [6, 9, 199, 200].

- EOK IB (YI/1 2 YVP B) nnsa maumentos II-11T K

- EOK IIaC (Y 3 YYP A) nns narmentoB [V OK

- PekomMeH10BaHO Ha3HAYEHHME WJIOMPOCTA B MHTAIALMOHHOW (opMe 1151 KOMOMHUPOBAHHOM
tepanuu namnueHToB ¢ UJIAT, nacnenyemoii JIAT, JIAT Bcnencteue C3CT, JIAT Ha done npuema
JIEKapCTBEHHBIX MpernapatoB u HeonepabenbHoit XTIJIT [6, 166-168].

- EOK IIbC (YA 2 YVYP B) ansa nanuentos [I-111 ®K

- EOK IIbC (YA 2 YVYP B) ansa naruentos [V ®K

3.3. Xupypruyeckoe rneyeHume

3.3.1. ATpnocentocromus

B kauecTBe mnajqyIMaTMBHONM Mephl y MAllMEHTOB, HAXOMASIIUXCA B JIUCTE OXUAAHUSA Ha
TpaHCIIAHTAIMIO, MOXXHO 00CY)X/IaTh aJlbTEpHATHUBHBIE METOJbI JIEUEHMs], TaKHe KakK OallJIoHHas
arpuocentoctomus [214]. 3amada 3TOro MeToa — pa3rpy3UTh MpaBble KAMEPHI CEPALIA H YBEITHYHTh
CeplieuHblli BBIOPOC 3a CyeT MIYHTHPOBAaHUS KpOBH crpaBa-HaseBo. OpaHako OaioHHas
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ATPUOCENITOCTOMHUS CONPSDKEHA C BBICOKMM PHCKOM TMEPHOINEPANIMOHHON JETaTbHOCTA U JIOJDKHA
BBITIOJIHSITHCSl TOJIBKO B IIEHTPAX, MMEIONIUX OTIBIT BHITOJTHEHUS JIAaHHOHN MPOIEAYPHI Y MAIUEHTOB C
JIAT u Tonbko Ha (hoHE MaKCUMaJIbHOW Tepalluu aHTUICPTEH3UBHBIMU MpemapaTaMu JUIsl JICUCHUs
JIAT. Jlanable MeTaaHain3a 16 HaOMIOAATENBbHBIX UCCen0BaHui y 204 MalUeHTOB, MEPEHECIIuX
OAJUIOHHYIO ~ aTPUOCENTOCTOMHUIO, TPOJEMOHCTPUPOBAIM CHIDKEHHE JIaBIICHUS B  IPABOM
npeacepauu Ha — 2,77 MM pT. cT. (- 3,50; — 2,04; p < 0,001) u yBenuueHne cepaeyHOro HHIEKca Ha
0,62 n/mun/m? (0,48; 0,75; p < 0,001), HapsIy cO 3HAYMTENHHBIM CHHKCHHEM HACBHIIICHHS
apTepuanbHOil KpoBH KuciopoaoM Ha — 8,45% (- 9,93; — 6,97; p < 0,001). JleTaapbHOCTHh B paHHHE
cpoku (110 48 yacoB) nocie BMemarenscTBa coctaBuina 4,8% (1,7%, 0,9%), B cpoku no 30 nuen —
14,6% (8,6%, 21,5%), Torna kak B ornajneHHoM nepuoae (> 30 aueit) ona nocturia 37,7% (27,9%,
47,9%).

- Pexomennyercss paccMOTpeTh BO3MOKHOCTH IMPOBEAEHUS OaNIOHHOW aTpUOCENTOCTOMUU
narueraTam ¢ JIAI @K IV (BO3) npu 4acThIX CHHKOMAILHBIX COCTOSHUSX W/WiIH pedpakTepHOH
MIPABOXKEITYI0YKOBOM CEpACYHON HEJOCTATOYHOCTH, HECMOTPS Ha MMPOBOJUMYIO METUKAMEHTO3HYIO
TEpaIuio, Mepe/] TpaHCIIAHTAI[MeH JISTKUX WM KOMILICKca cepie-ierkue [6, 214, 215].

- EOK IIbC (Y11 4 YYP C)

- He pekoMeHI0BaHO MPOBEICHUE OAIOHHON aTPHOCEITOCTOMHH TP CPEIHEM aBJICHHUU B
HpaBoM IpeacepaAnd Bbiiie 20 MM PT. CT. ¥ caTypaluu KUciaopoaom meHee 90% B MOKOE B CBSI3U C
10-kpaTHBIM yBEJIMYCHUEM PHCKA JIeTaTbHOTO Ucxoza [216].

- EOK wer (Y112 YVP B)

3.3.2. TpaHcnnaHTauua nerkux Un KoOMnrnekca cepaue-nerkue

[lanueHTOB, HAXOAMIMXCA B 30HE MPOMEXKYTOYHOTO MJIM BBICOKOIO PHCKa, HO
UCIBITHIBAIONINX YXYIIICHHE, HECMOTpS Ha MAaKCHUMalbHYI0 MEIWKAMEHTO3HYIO Teparuio
AHTUINEPTEH3UBHBIMU Tpenapatamu i jeueHus JIADT crienyer cBoeBpeMEHHO KOHCYJIbTHPOBATh
Ha MpEeAMET TPAHCIUIAHTALMU JIETKUX WM KOMILUIEKCa Ceple-jerkue. 3a mociueaHee AeCITUIETHE
CYILIECTBEHHO BBIpOCIAa MeAHWaHa BbDKHMBaeMmMocTu mnanueHToB ¢ JIAIT mocne TpaHcruiantanuu
nerkux: ¢ 4,1 roma B 1990-1997 rr. mo 6,1 roma B 2005-2012 rr. [217]. AHanmorudHasi cuTyarus
CKJIQJILIBACTCS M JUIsl TPAHCIUJIAHTAIIMU KOMIUIEKCA: MEeIMaHa BBIKUBaeMOCTH BbIpocia ¢ 1,9 (1982-
1991 rr.) no 5,6 roma (2002-2012 rr.). Yamie BbINOJHsETCS OuiaTepalibHas TpaHCIUIAHTALUSA
nerkux. OgHaKo BBDKMBAEMOCTBH IOCIIE€ MPOBEIEHUS TPAHCIUIAHTALIMKA OJHOTO WM JIBYX JIETKHX
npuMepHO ofrHakoBa. COrIacHO JaHHBIM peructpa MexIyHapoaHOTO o0IIecTBa TPAHCIUIAHTAIIUU
cepaua M JIETKUX, IpU CUHApPOME DW3eHMEHrepa BCIEACTBUE MPOCTHIX MOPOKOB HM30JIMPOBAaHHAsS
TpaHCIUIAaHTAIMSI JIETKOTO C OJIHOBPEMEHHOH KOppeKIrel MopoKa MOXKET ObIThb METOJO0M BHIOOpA.
[Tpu xemymoYKOBBIX AePeKTax JydIllIue HUCXOIbl HAOTIOJAIOTCS MPH TPAHCIIAHTAIIMU JIETOYHO-
cepAeuHoro Komuiekca [6, 218].

- PexkoMennoBaHa TpaHCIUIAaHTALUs JIETKUX WJIM TPAHCIUIAHTALUSA JIETOYHO-CEPAEYHOIO
KomrIuiekca nauentam ¢ JIAT npu HeappekTuBHOCTH KOMOMHUpOBanHoH [6, 10, 217, 218].
- EOK IIaC (YA 5 YVYP C)

- PexoMeH10BaHO BKJIIOYATh B JIUCT OXKHUAAHUS OUaTepaibHONW TPAHCIUIAHTAI[UU JIETKUX WU
TPaHCIUIAHTAIMU JIETOYHO-CEep/IedHOoro komiiekca 0oibHbIX JIATT u Heonepabenbnoit XTOJII ¢
BBICOKMM pPHUCKOM (paTaJbHOTO HCXOAAa TpU HAa3HAUYEHUU TPOWHOM KOMOWHHPOBAHHOMN
cnenuduyeckoi Tepamnuu [6, 10].

- EOK IIbC (VA 5 YYP C)
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3.4. WHTeHcMBHas Tepanusi nNauuMeHTOB C [AeKOMNeHcauuen Jero4yHom
apTepuanbHOW rMNepTeH3nmn

CuMIOTOMBI TSDKEION TPaBOXKETYIOYKOBOW CEpAeUYHONW HEIOCTaTOYHOCTH (mepudepudeckue
OTEKH, aHacapKka, aclUT) B COYETAaHUM C CHCTEMHON T'MIIOTOHMEW, Taxukapiauei, OJeIHOCTbIO
KOXKHBIX ITOKPOBOB WJIM LMAHO30M, OOIIEH C1a0OCThI0 M TNPECHUHKOMAIbHBIMU COCTOSIHUSMHU
pasBuBaroTCsl 00bIuHO mpu Tspkenod JIAIT m sBiArOTCA NOKa3aHMEM sl JICYEHUs B Iajnare
UHTCHCUBHOU Tepanuu. [IpaBoxenmyqoukoBas cepAeyHas HEJOCTATOYHOCTh MOXKET OBITh
CJIEZICTBUEM KaK CHCTOJMYECKOM, TaK U TUACTOJIMYECKON AUC(HYHKIMU MPABOro xemynouka. Ilpu
CHCTOJINYECKON IUCOYHKIMU TPABOTO KEMyJouyka B IEPBYIO OUYEpeIb CTPaJacT HAINOJIHEHUE
JIEBOTO KEIyJo4YKa M CepAeuyHblii BbIOPOC, TOrJa Kak IMpH JUACTOJIMYECKOH ero AUC(hYHKLHUU
JOMHUHUPYIOT IPU3HAKU BEHO3HOI'O 3aCTOsl O OOJsIbIIOMY KpYry KpoBooOpaueHus. 11 B Tom, u B
JPYrOM Cily4ae BO3HMKACT IIOJUOPraHHAs HEIOCTATOYHOCTh C NMPEUMYIIECTBEHHBIM IOPAKEHUEM
Me4YeHu, IMo4yeKk | kuiieuyHuka. [lanment ¢ nekomnencupoBanHou JIADT HyxpmaeTcss BO
BCECTOPOHHEM OOCJIEJOBAHUU C MCKIIOYEHHEM MOAU(PUUUPYEMBIX IPUYUH, KOTOpPbIE CTallu
Tpurrepamu yxyaumenus JIAI, Takux Kak HHTEPKYppeHTHas MHQEKUMs, yXYyIIUIEHUE TEeUeHUs
COITYTCTBYIOIIEH MaTOJOTMH, aHEMUYECKHI CHUHAPOM, HapyIIEHUS PUTMa/NPOBOAMMOCTH, OCTpast
TPOMOOIMOOJIHSI JIETOUHOM apTepHH, TO00UHBIC AP PEKTHI JeKapcTBEHHOI Teparuu [219].

- PexoMmenayercst rocnutanu3anus B OTJe/IeHHMEe MHTEHCUBHOM Tepanuu nanuentam c JII' ¢
4acTOTOM cepAeuHbIX cokpamieHnid > 110 ymapoB/MHH, HH3KAM CHUCTEMHBIM JIaBJICHHEM
(cuctonuueckoe A/l < 90 MM pT. CT.), OIUroypueil U MOBBILIEHHBIM YPOBHEM JIAKTaTa BCIIEICTBUE
COIYTCTBYIOIIEH maTojoruu win 6e3 uee [6, 219, 220].

- EOK IIaC (Y[ 5 YYP C) nis manmentoB [V OK

- PexoMenyercsi mocTaHOBKA IIEHTPAILHOIO BEHO3HOTO KaTeTepa B TsKebIX cirydasx JIAT
JUIsl KOHTPOJISL JIABJICHUSI HAIOJHEHHs MpaBbIX KaMmep Ceplia Hpd MPOBEACHHH WH(Y3MOHHOI
Teparuy U aJIcKBaTHOTO JIO3MPOBAHUSI MIETICBBIX JUYPETHKOB, a TAKXKE JUIS OLEHKH CaTypaluH Mo
KUCIIOPOY CMEIIAaHHOW BEHO3HON KPOBH, YPOBEHb KOTOPOH XapaKTepu3yeT ceplAeyuHblil BEIOpOC U
OKCHUTEHAIIMIO opraHoB/Tkaneit [220].

- EOK ner (YU 5 YVYP C)

- Pexomennyercs paccMoTpeTs Bo3MokHOCTh UBKC nim ucnonb3oBaHue Jpyrux yCTpPONCTB
JUIS MOHHMTOPUPOBAHMS COCTOSHUS OOJBHOTO y MAalMEHTOB C TSKEIOW IpaBOXKeTyJ0UYKOBOH
CepACYHON HETOCTATOYHOCTHIO M B CIIOKHOM KIMHHYECKOH cutyanuu [6, 219, 220].

- EOK mer (YA 5 VYP C)

- PexoMmeHayeTcst Ha3HAYEHHE aIpEeHO- U JIOTIAMUH-CTUMYJISITOPOB Y MAIUEHTOB C CHCTEMHOM
THIIOTEH3UEH JUTs KOPPEKLIUK TeMOIMHAMIYECKUX HapymieHwuii [6, 220].
- EOK IC (YA 5 YVYP C) ans nanmentos [V OK

- Pexomennyercss Ha3HaueHwe HopanuHeppuHa** manmentam ¢ JII' mis  koppekiuu
CHUCTEMHOW TMIOTEH3UH W HapylleHUil nepdy3uu KU3HEHHO BaXKHBIX OPraHOB, pepaKTEepPHBIX K
JPYrUM UHOTPOITHBIM mpernapatam [343].

- EOK IIbB (Y 5 YYP C)

- PexkoMeHngyercss HCIONB30BaTh aJPEHO- W  JIOMAMHH-CTUMYJSATOPBI W MPOYHE
KapAMOTOHUYECKHE Tpenapathl (100yTaMuH**, neBocUMEHIaH**) I ONTUMHU3AINU CEPICUHOTO
BBIOpOCa 1 auype3a y narmentos ¢ JII' [6, 219, 220].

- EOK mer (VA1 5 YYP C)
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- Pexomenayercs Uit yMEHBILEHMs IOCTHAarpy3Kd IIPABOr0 JKeIynodka y nanueHtos ¢ JII'
UCIOJIb30BaTh CHELU(PUUECKYIO TEepalMI0 aHIUIIEPTEH3UBHBIMU NpenaparaMu Juist jgedenus JIAD u
unraisinuu NO [6, 219, 220].

- EOK mer (YA 5 VYP C)

- PexoMeH10BaHO paccMOTpeTh BO3MOKHOCTH IpuMeHeHus DKMO B kauecTBe BpeMEHHOMN
HOJJICP)KKM Iepel] TPAaHCIUIAHTalMeH JIerKMX WM IPU OKUAAEMOM DA3pPEIIEHUU TPUITEPHOH
CUTyalluM, 3allyCTHBIIEH JeKOMIIEHCAlMIO 3a00JeBaHUsA, Yy TMAalUEHTOB C pedpaxTepHOU
IIPAaBOXKETY0UYKOBOI CepAieuHON HENOCTaTOYHOCTBIO, HapsAay C MaKCHUMalbHOH crnenuduyeckoi
tepanueii JIAT [6, 219, 220].

- EOK mer (YA 5 VYP C)

- He pexoMeHJOBaHO NPUMEHEHHWE METOJOB MEXAaHMYECKOW NOJICP)KKH NalueHTaM B
Clly4asiX HEBO3MOXKHOCTH YCTpaHEHUs NpuuuHBl Jexomnencanmu JIAIT wim  BbImonHEHHS
TPaHCIIAHTAIIMY JICTKUX BBHUY HAJIMUUs poTHBONOKa3anuit [220].

-EOK (V1 5 VYP C)

Anroput™m BBIOOpa ONTHMAIBHON TAaKTHKHM JiedeHUs mnanueHToB ¢ JIAD mpencraBien Ha
pUCYHKE 2 B IpuioxeHuu b.

3.5.1. JleroyHaa apTepuanbHasa TruUnNepTeH3us, accouuumpoBaHHaa C
BPOXAEHHbLIMWU NOpPOKaMu cepaua

Boigenstor Heckonbko BapuanToB TeueHus JIAIT y manuentoB ¢ BIIC, umeronmx cucTeMHO-
jerovnbie myHTHI [70]:

I. cunapom DiizeHMeHrepa, KOTOPbII OOBIYHO pa3BMBAETCS Yy MAIMEHTOB C KPYNHBIMU
nedexramMu  (ePeKT MEKMPEACEpAHON MEepPeropoaku >= 2 cM, JIePeKT MEeNKEITyI0IKOBON
Heperopoiku >= 1 cM), XapakTepu3yeTcsi HN3MEHEHHEM HaIlpaBJICHMs IIyHTa CIIPaBa HAJEBO WIIU
JIBYHAIIpaBJICHHbIM IIYHTUPOBAHHEM KpPOBHU, COIPOBOXKIAETCA ILMAHO30M U  BTOPHUYHBIM
PUTPOLUTO30M.

II. JIAT y naniMeHToB ¢ KPYIHBIMH U CPEAHUMHU JIeeKTaMu, C JIEBO-IIPABBIM UTYHTUPOBAHUEM
KpOBH, C HOPMAJILHBIM YPOBHEM CaTypalluy apTEPUAIILHON KPOBHU I10 KUCIOPOAY.

III. JIAT npu menkux aedexrax (AMIIII < 2,0 cm, IMXKII < 1,0 cm);

IV. JIAI' nocne xoppexunu BIIC m mpu OTCYTCTBUM BHOBbB BBISBIEHHBIX IIOPOKOB WIIN
pe3uyanbHbIX AePEKTOB.

Pacnpoctpanennocts JIAI, accomuupoBannoit ¢ BIIC, mupoko Bapsupyer — ot 4,2% 1o
nauubM peructpa BIIC no 28% 1o pe3ynbraram KOrOPTHBIX UCCIEIOBAHUN CTICITHATU3UPOBAHHBIX
neHtpoB. CunapoM DizeHMeHrepa, kak KpaiiHuii BapuanT JIAIL, Bctpeuaercs B 0,001% obmeit
nonyisiunu Hacenenus u'y 1,1-12,3% nauuentos ¢ BIIC. KonunuectBo marmmentos ¢ BIIC u JIAT
HEYKJIOHHO pacTeT u Oosiee 74% MalMeHTOB ¢ CHHAPOMOM DW3eHMEHrepa JTOCTUTarT Bo3pacTa S50
aer [222]. JIns naumeHToB ¢ CHHAPOMOM Di3eHMeHrepa, Hapsay ¢ oxabimkoi npu ®H, xapakTepHsI
[[MAaHO3, KOMIIEHCATOPHBI BTOPUYHBI APUTPOLUTO3, TPOMOOIUTONEHUS, TPOMOOIMOOTHSI
JeTOYHOH  apTepuu U JIETOYHBbIE  KPOBOTEUEHHS, 11epeOpOBACKYNSPHBIE  OCIOKHEHMS,
MH(EKIMOHHBIA SHIOKApIUT, a Ha MO3AHUX CTaAMSIX 3a00JIeBaHMS — MOJUOPTaHHbIE HAPYIICHHUS.
Tem He MeHee, HECMOTpPsS Ha JIUTENBHO cymecTByromyo JIAD, TpexseTHsss BBDKMBAEMOCTh
MAIMEHTOB C CHHAPOMOM Oif3eHMeHrepa cyllecTBeHHO Bbile (85%), ueM y mauuentoB c¢ JIAT
nocne koppekiuu BIIC u y manumentoB ¢ MJIATD (68%), uTo, BEepoOsSTHO, CBS3aHO C XOpoIIei
COKPATUTEIbHON CIIOCOOHOCTHIO THIEPTPOGUPOBAHHOTO MPABOTO JKEIYI0YKa U CYIIECTBOBAHUEM
IPaBO-JIEBOTO IIYHTA, Pa3rpy’Karolliero rnpasble OTAEIbl cepalla U 00eCIIeYBAIOIIEro aJeKBaTHBIN
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cepacuHbIi BBIOpOC [348].

- Pexomennyercsi mpoBomuTh oOcnenoBanue mnarueHToB ¢ JIAIT Ha ¢one BIIC mo
CTaHJIaPTHOMY JHArHOCTHYECKOMY JITOPUTMY ManueHToB ¢ JII' ¢ 00s3aTeIbHBIM UCIIOJIB30BAHHEM
coBpeMeHHbIX Buzyanusupytonmx MerogoB (MCKT, MPT) u 3ouaupoBanus kamep cepana [6, 43,
70, 71].

- EOK wer (YA 5, YVP C)

- PexkoMeHnayeTrcss MpoOBOIUTH IMYJIBCOKCUMETPHUIO B TIOKOE€ M TpH (DU3MYECKOH Harpyske
nanuentam ¢ JIAI' Ha done BIIC nnst orieHKM HanpaBiI€HHOCTH CUCTEMHO-JIETO4YHOro myHTa [70,
71].

- EOK wer (Y15 YYP C)

- PexkoMenayercs mpoBOIWTH 30HIMPOBaHHME Kamep cepana mamueHtam ¢ BIIC  mis
omnpenenenus crenenu Tsokectr JII', yTOUHEHHs ee TeMOJMHAMUYECKOTO BapUaHTa M ONIPEIIEIICHUS
NOKa3aHWH K XUPYpruueckoi koppekiwuu [6, 12, 43, 70, 71, 101-114].

-EOKIC (Y113 YVYP B)

- Pexomenayercs mpoBoauTh OIeHKY JierouHoro (Qp) u cucremuoro (Qs) KpoOBOTOKa TOIBKO
C MOMOIIBIO MPSAMOro KK Henpsimoro merona duka [70, 223].
- EOK wer (YA 5 YYP C)

- Pexomennyercs xupypruueckas koppekuus BIIC manuentam ¢ mpeobiagaHieM CUCTEMHO-
neroyHoro Hampabienus myHta (Qp/Qs > 1,5:1), ecnmm mmpekc JICC < 4 ex. Byma*m? a
coornomenue JICC/OIICC < 0,3 [6, 70, 71, 223].

- EOK ITIaC (YA 5 YYP C)

- He pexomenayercs xwupypruueckas koppekiuss BIIC mnamumentam c¢ mpeoOnagaHuem
CHCTEMHO-JIETOYHOT0 Hanpapienus myHTa (Qp/Qs > 1,5:1), ecim muaexc JICC > 8 en. Byna*m?, a
cootHomrenue JICC/OIICC > 0,5 [6, 70, 71, 223].

- EOK IIaC (YA 5 YVYP C)

- PexomeHnayeTrcss paccMOTpeTh BO3MOXXHOCTh BBITIOJHEHHsI OINEpaliil C HEMOJIHBIM
(enecTpupOBaHHBIM) 3aKPHITHEM IIyHTa MallMeHTaM C MpeodsialaHueM CHUCTEMHO-JIETOYHOTO
Hanpapienns mynTa (Qp/Qs > 1,5:1), umerommm ungekc JICC 4-8 en. Byna*m? u cooTHOIIEHNE
JICC/OIICC = 0,3-0,5, mocine 1000cae1oBaHust B 9KCIEPTHBIX IeHTpax [224, 225, 226, 227].

- EOK wer (Y114 YVYP C)

- He pexoMeHyeTcsi MOBTOPHOE 30HAMPOBAHUE Kamep cepila y MalMeHTOB C CHHAPOMOM
Dli3eHMeHrepa, eciy epBOHAYAIBbHOE 30HAMPOBAHUE MOATBEpIMIIO nuarno3 [70].
- EOK wer (Y15 YYP C)

- PekoMeHayeTcs NMOBTOpPHOE 30HIUPOBAHUE KaMmep cepAla y MalUueHTOB C CHHIPOMOM
OW3eHMEHrepa, €ClIM JMarHo3 BbI3BIBAET COMHEHMSI WJIM B KIMHUYECKOW KapTUHE IPOU3O0ILIN
cyliecTBeHHbIe n3MeHenus [70].

- EOK ner (YA 5 YVYP C)

KommenTapuu: OddextuBHocts Tepanuu bBKK, nuruduropamun AIID nns neuenus JIAIL y
NallMeHTOB C CHHJAPOMOM OW3eHMeHrepa He jaokazaHa. K coxanenuto, uHpopmanuud o0
s dexTrBHOCTH criennPUYECKUX aHTUIIEPTEH3UBHBIX MpenaparoB ais jgedenus JIAD y nmanueHToB
¢ cuHapoMoM DiizeHmenrepa no pesyiapratam PKU taxke nocrarouno mano. B Hactosiee Bpems
Tonbko 1Ba wucciaenoBanuss BREATH-5 ¢ wucnonp3oBanmem Oosenrana** m MAESTRO c¢
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NPUMEHEHHEM MalUTeHTaHa™** CHenuanbHO CIUIAHUPOBAHBI IS MAlMEHTOB C CHHAPOMOM
Oitzenmenrepa. B uccinenoBanun BREATH-5 ormedeHo n0CTOBEpHOE YBEIMYEHHE IUCTAHIIUU
npoxoxaeHuss B TIIX, ynydimmeHne mnmapaMeTpoB TIe€MOJMHAMMKHA K YETBEPTOMY MeECSLY
UCCJICIOBAHMSI, YTO U IMOCIY>KUJIO OCHOBaHHEM JIJIsl BKIIOUEHHUSI O03eHTaHa** cpenu BceX MpPOYUX
crenupUIecKuX aHTUIEPTCH3UBHBIX TpenaparoB s jiedeHus JIAIT B CIHUCOK JIeKapCTBEHHBIX
CPENICTB, PEKOMEHIYEMBIX JIJIs TarueHToB ¢ cuuapomoM Dizenmenrepa III @K (EOK IB, YVYP A,
Y/ 2) [6, 228]. Pesynbratel PKII MAESTRO ¢ ucnons3oBanueM MaluTeHTaHa™* y aIlMeHTOB ¢
CHHIpPOMOM Di3eHMeHrepa (Tpynma IMalMeHTOB Ha Tepanmuu MalnuTeHTaHoM™* n = 114 mpoTtus
rpymnsl mwianedo n = 112) He mokaszaiu yay4IIeHus] NepeHOCUMOCTH (PU3UIECKON Harpy3Ku K 16-i
Henene Ttepanuu [229]. OaHako TOMYJSAUS TANKMEHTOB B HCCIACIOBaHMM ObLIa KpaitHe
Pa3HOPOJHOM M0 WEJIOMY CIEKTpY IOKa3aTesle (BKIIOUEHHE B UCCIIEIOBAHME HapaBHE CO
B3pOCJIBIMH MAllMEHTOB B Bo3pacTe 110 16 Jier, 060ibllIoe KOJIWYECTBO MAIMEHTOB CO CIIOKHBIMU
BPOXKJICHHBIMU  IIOPOKaMH, CHHIPOMOM JlayHa, IIAallUEHTOB C  pa3JIM4HOM  PacoBOU
MPUHAJJICKHOCTBIO), YTO, BO3MOXKHO, M CTajJ0 MPUUYMHOM TOCPOUHOTO 3aBEPIICHHUS HCCIIETOBAHUS
0 MMPUYHUHE HEAOCTATOYHOU 3((HEKTUBHOCTH MCCIIEAYEMOro Mpernapara.

- PexomenoBano HazHaueHue O003eHTaHa** marnpeHTam ¢ cuHapoMoM Diizeamenrepa I1I OK
JUIs yirydiieHust GU3ndeckor paboTocrnocoOHOCTH M FeMOIMHAMUYECKHX MoKa3arenei [6, 228].
-EOKIB (Y112 YVYP B)

- PekomeH10BaHO Ha3HAYCHHE TePANUK CHIIIEHA(DHUIIOM, HIIOIPOCTOM U ipyruMu DPA, kpome
0o3zeHtrana*™*, mauumeHntam c¢ cunapoMom OiizeHmenrepa III ®K mia ynyumenus ¢usznueckoit
paboTOCIOCOOHOCTH M TeMOIMHAMHYECKUX ToKa3zarenei [6, 228].

-EOK IIaB (Y11 4 YYP C)

3.5.2. JleroyHaa apTepuanbHasa TrUnNepTeH3us, accouuumpoBaHHaa C
CUCTEMHbIMU 3ab60oneBaHNUAMU COEANHNUTENBbHON TKaHU

C3CT B 24% ciyyaeB CTaHOBATCS NMpHYMHOW pa3BuTHa npexamwuisipHon JIIT [230]. Ilo
JTAHHBIM pa3jMYHBIX aBTOpOB BeTpeuaemocth JIAIT y manmentoB ¢ CCJl cocrasister 5-12% [231,
232], ¢ cucteMHOHN KpacHOM BoiuaHKoM — 14%, co cMemnIaHHbIM 3a00JIeBaHUEM COEIMHUTEIbHON
tkanu — 21-29% [233]. Haubonee yacroit npuunnoii pasputus JIATD seisercs CCJII. MexaHU3MBI
dopmupoBanus JII' y mnammentoB ¢ CCJI pa3HOOOpa3Hbl M MOTYT OBITh OOYCIIOBJIEHBI
MHTEPCTULMAIBHBIM TTOPAYKEHUEM JIETKUX, THACTOIUYECKON AUCHYHKIMEH JIEBOTO KelyJouKa Ha
¢doHe GUOPO3HBIX U3MEHEHUI MUOKap/a, TposindepaTUBHON BaCKyJIOMATHEN JIETKUX ¢ U3MEHEHUEM
Kak Menkux aprepuoi, Tak U Benyl MKK ¢ ¢popmupoBanuem denoruna, xapakreprnoro ajisg BOBJI
[234]. ITo nanubM peructpa PHAROS (Pulmonary Hypertension Assessment and Recognition of
Outcomes in Scleroderma) y 71 manumenta c¢ JII' uz 237 mamumentoB ¢ CCJ B 69% ciy4aeB
peructpupoBanack JIAT, y 10% mnamuentoB — JIBI' u B 21% cnywyaeB — JII', oOycnoBneHHas
UHTEepCTULMAIBHBIM (ubpo3oM sierkux Ha pone CCJ [235, 236]. [Tpu quddyznoii popme CC JIT'
4acTo OOYCJIOBJICHA WHTEPCTHUIMAIHHBIM MOPAKEHHEM JIETKHX, TOTJa KaK y TalHueHTOB C
mumuTHpoBanHoM Gopmoit CCJI JIT' popmupyercst BCieACTBUE TTOPaKEHUsI COCYA0B Jerkux [237].
BOBJI na ¢pone C3CT nHaubonee yacto HaONOAaeTCA y NAIUEHTOB C JTUMUTHPOBAHHON (hOopMOil 1
IpU MHTEPCTUIMATBHOM TOpaXeHHH JIerkux Ha (one muddysnoir dopmer CCH [238]. Takoe
pasHooOpa3ue MexaHuzMoB (opmupoBanusi JII' TpedyeT cUCTEMHOro MOIXOAa B JAMArHOCTHKE U
MOYET CYLIECTBEHHO 3aTPYAHATH 1M0a00p 3 (eKTuBHON Tepanuu. AKTyaJbHOCTh CBOEBPEMEHHOM
nuarHoctukd W yiedenus JIIT y mamumentoB ¢ C3CT oOycioBieHa, TpeXIe BCEro, KpalHe
HEOJIaronpusATHBIM TPOTHO30M J@Ke Npu npoBeneHHH dS(pdekTuBHOW Oa3uCHON Tepanuu
OCHOBHOTO 3a00JIeBaHMsI W HUCIHOJb30BAaHUS BCEr0 apceHasla CHelU(pUYECKHX IMpernapaTroB s
neuyenus JIAT [234]. IIpu cpaBHenuu ¢ nanueHTamu ¢ UJIAT ronuyHas BEDKMBAGMOCTh ITAIlIEHTOB
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¢ JIAT, acconuupoBannoii ¢ C3CT, no ganasiM amepukanckoro perucrpa REVEAL, cymecrsenno
Hiwke: 93 mnporuB 86%, coorBerctBeHHo (p < 0,0001) [239]. [axke mnpu OTHOCHTEIBHO
0JIaronpUsATHBIX FeMOJAMHAMUYECKUX TMoKa3zaTessax manueHTsl ¢ JIAT, accoruupoBanHoit ¢ C3CT,
yaie UMeH MepuKapIuanbHblii BINOT, Oonee HU3Kyr0 DLCO (44,9 npotus 63,6% DOMKHOTO Y
narmentoB WAL, p < 0,0001) u ¢usnyeckyro aktuBHOCTh. Takum obOpasom, nosiBiexue JII' y
naiueHToB ¢ C3CT MOXHO paccMaTpuBaTh Kak HE3aBHUCHUMBIH MPEAUKTOP HEOIarompuUsTHOTO
UCX0/1a, HApsIly ¢ MTHEBMOGHUOPO30M H CKIEPOJCPMUUYECCKUMHU MTOYSYHBIMHU KPU3aMHU.

- PexomeHnyercs exerogHoe CKPUHHUHTOBOE BBIMIOJHEHUE 3XOKapauorpaguu B IIOKOE,
uccnenoBanue AU y3noHHON COCOOHOCTH JIETKUX M MCCIEOBaHUE YPOBHS N-TepMHUHAIBHOTO
dbparmenTa Hatpuiiypernueckoro nponentuaa Mo3roBoro (NT-proBNP) B kpoBu BceM nanueHTam
C CHUCTEeMHOH CKJIepoAepMHEH C Lenblo paHHEro BbisiBIeHHA JII, B T.4. M HpU OTCYTCTBHH
cumnromaruku JII' [6, 230-233, 235-237, 239].

-EOKIC (YOO 5 YYP C)

CoBpeMEHHBIE PEKOMEHJALMK 110 HAIPABJICHUIO NAIMEHTOB HAa KaTETEPU3ALHUIO Cepiala C
nenpto  Bepudukammu JIIT orpaborambl Ha mnamumentax ¢ WIJIAT, rtorma kak JIAIT mpm
ACCOLIMMPOBAHHBIX 3a00JIEBAHUAX M COCTOSHHMSIX MOXKET MMETh CBOM OCOOCHHOCTH. YUYUThIBas
MHOTO()aKTOPHOCTb IOBBIIIEHUS JTaBJICHUS B JEro4HOM aprepuu y naureHToB ¢ CCJl u HU3KYIO UX
BbDKMBAa€MOCTb, BEAETCS IOMCK JONOJIHUTEIbHBIX (DAKTOPOB, KOTOpble Obl IO3BOJWIN
quarHoctupoBaTh JIAIT kak MoXHO paHbile. B 3Toil cBA3M Ui pelieHus BoIpoca o
Heooxomumoctn  UBKC  mnpenmnmokeHo  1Ba  anropuTMa paHHed — nuarHoctukud — JIAT,
accounnpoBanHor ¢ CCJI. Ilepsbiii amroputm, npemioxeHHbld B ucciaenoBanuu PHAROS,
OCHOBaH Ha ouleHke AaHHbIX cnuporpaduu u DLCO: cooTHOmeHue (hopcUpOBaHHOM >KU3HEHHON
emkoctu Jierkux/DLCO >= 1,6; DLCO < 55% mipu popcrupoBaHHOM )KU3HEHHONH €MKOCTH JIETKHX <
65% B codyeTaHUU C OTCYTCTBHEM IIPU3HAKOB MHTEPCTULIMAIBHOIO MOPAKEHUS JIETKUX I10 JAHHBIM
KOMITBIOTEPHOI TOMOrpaduu; pacueTHOE HaBlICHHE B MPAaBOM JKenyJaouke > 35 MM pr. cr. [237].
Bropoit anroputm npemioxeH B ucciaegoBanun DETECT nns namueHToB, CTpajarolIux
mumuTtHpoBaHHoi (opmoit CCJl B TeueHne He MeHee 3 neT. J{MarHOCTMKa OCHOBBIBANACh Ha
OIICHKE COOTHOIIEHUS (OpPCUPOBAHHON >kM3HEHHOM eMmKkocTH Jerkux/DLCO, Hanmuuus
TEJICAaHTMAKTa3Mi, aHTUTEN K HeHTpomepam, ypoBHS NT-proBNP u MoueBoil KHCIIOTBI, a TakKe Ha
OTKJIOHEHUH 3JIeKTpudeckod ocu BmpaBo Ha OKI', miomanu mpaBoro mpeacepaus U CKOpPOCTH
TPUKYCIHJIAJIGHON PpETrypruTaniy 1o JaHHBIM 3Xxokapaworpaduu [240, 241]. OtpunarenbHas
IpeJicKa3aTesbHas IEHHOCTh JAHHOTO aJIrOpuTMa cocTaBuiia 4%.

- Pexomenayercs mnpoenenne UBKC Bo Bcex ciydasx mnomo3penus Ha JIAT,
acconuuposannyio ¢ C3CT [6, 231, 235, 237-241].
-EOKIC (Y3 YVYPC)

Cpenu mnanuentoB ¢ JIAT'-C3CT mnonoxkuTenbHBIA Ba30pEaKTUBHBIA TECT HAONIOAAETCs B
MeHee 1% ciydaeB, MoATOMY OlleHKa BazopeakTuBHOCTH BO Bpemsi UBKC y nmanHo# kareropuu
MalMEHTOB HE MpoBOAUTCA U, cooTBeTcTBeHHO, BKK mis neuennss JIAIT He wucnons3yror. B
OonpimHCcTBe cirydaeB BKK mpuMeHsoT TonbKo B KauecTBe Tepanuu cuHapoma Peiino.

- PexoMeHnmyeTcst paccMOTpeTh BO3MOKHOCTh HazHaueHus: HAK B MHIMBUyalbHOM MOpSJIKE
U IpU HAJIWYMM CKJIOHHOCTU K TpoMmOodumnu manuentam c¢ JIAT, accounnpoBanHoit ¢ C3CT [6,
237, 239, 240, 241].

- EOK IIbC (YO 5 YYP C)

[Marmentsl ¢ C3CT npunuManu ywactue Bo BceX ocHOBHbIX PKW co Bcemu rpynnmamu
cneunuyeckux npenapatoB. Hasznauenue cneuupuyeckoit tepanuu JIAIT GompHbIM ¢ CCJ]
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MO3BOJIMJIO YBEITUYUTH TPEXJIETHIOK BBDKMBAEMOCTh NAMEHTOB ¢ 45 10 56%. OaHako KOJIUYECTBO
yuactByronmx B PKW mnanmentoB ¢ JIAI'-C3CT HecomocTaBUMO MEHBIIE 110 CPAaBHEHUIO C
kosnmyectBoM MJIAT-nanmentos. PKU, mocsimieHHbIe OIEHKE Cienn(UIEeCKO Tepanuy B TPyIIe
nanueHToB ¢ JIAI'-C3CT, B HacTosiee BpemMsi OTCYTCTBYIOT. DTO UMEET ONPE/ICICHHOE 3HAYCHHUE,
nockonbky marnueHTtel ¢ C3CT OGoree crapiiero Bo3pacTa 4YacTO HMMEKOT CKEJIETHO-MBIIICUHBIC
npo0JieMbl U CONMYTCTBYIOUIYIO MATOJOTHIO, YTO OIPAaHUYMBACT BBHIMOJHEHHE M HUHTEPIPETAIHIO
HArpy304HbIX MPo0. DTH OCOOEHHOCTH OTPA3WIMCh Ha pe3yiabTarax Kparkocpounbix PKU, rme
onHoW 3 KoHeuHbIX Touek Obu1 TILIX. Tak, y mamumentoB ¢ JIAI'-C3CT ormeuasncss MEHbBIIHMA
npupoct auctanuuu B TIHIX mo cpaBaenuto ¢ GonpHbiMu ¢ MJIAT. B 3TO#l CBsI3U pe3ynbTaThl
nociaeqaux  jgoiarocpounsix  PKMM  SERAPHIN  uw  GRIPHON  [202], onenuBaronmx
KOMOWHUPOBAHHYIO KOHEUHYI0O TOYKYy B BHJE 3a00J€BAEMOCTH, JIETAIBHOCTH, MPEACTABISIOT
ocoObIii uaTepec B koropre marueHToB ¢ JIAI-C3CT. Ho cnemyer mMers B BHIY, YTO TpyIIa
naiueHtoB ¢ JIAI'-C3CT, npunumaBmmmx ywactue B PKW, Toxe HeomHoponna. Teuenue
3a0oneBaHusi, MopaxkeHue opraHoB (Jerkue, cepaue, BOBJI), comyrcTByromas Tepanusi u
OCJIOKHEHHUSI MOTYT CYIIECTBEHHO pasnuuaTbes Mexnay nanueHtamu ¢ CKB, CCI u npyrumu
C3CT. B OonpmmuctBe PKW maTtonmorusi JIerKMX HCKIIOYanach Ha OCHOBAaHUHM JIaHHBIX
uccienoBanus (YHKIIUU BHEUTHETO JbIXaHUs, Toraa Kak BeimoaHerrne MCKT rpyaHO#l KIeTKH s
uckioueHus (ubpoza/smepuszemsl Jerkux He TpedoBanmoch. Kpome toro, y mamuentoB ¢ C3CT
4acTO MOPaXKarTCs JIEBbIE KaMepbl CepJlla, YTO 3HAUUTENbHO YXYALIAET IPOrHO3 y MalUEHTOB C
JIT-C3CT [108]. Tak, mo manueiM B. D. Fox ¢ coaBTopamu okosio 2/3 manuentoB ¢ JIAI'-CCJI
umeroT noctkanmuisipayto JII, koropas BesiBisercs npu oueHke J3JIA, Ho Tonbko B 1/3 cimydaes
BeHo3Hast JII' Bepudummpyerca npu wunaBazuBHoM wu3Mmepenuun KJJ| JODK (14%) wnu BoaHoi
Harpyske (17%) [242]. Kpome Toro, y yactu nauuenro ¢ CCJl JIAT moxer umets ueptsi BOBJL.
B ny6nukanuu S. Gunter ¢ coaBropamu (2012) y 60% naruentos ¢ JIAT-CC/I, HanpaBlieHHBIX Ha
TpaHCIUIaHTalMIO JierkuX, 1o AaHHbIM MCKT oOnapyxuBanuch 2 u 6onee npusHakoB BOBJI, uro
accoLMUpoBaoch ¢ pa3BuTHeM B 50% ciiydyaeB oTeka Jierkux Ha ¢oHe crenuduueckoil Tepanuu
AHTUTIEPTEH3UBHBIMU TipenapaTamu uts jiedenust JIAT u OpicTpoii cMepThio [243]. Bo3amoskHo, mis
TOro YTOOBI OLICHUTh BiMsAHUE crneun¢udeckoil Tepanuu B rpymnne JIAI-C3CT, tpeOyercs 6onee
THIATENBHBIM OTOOpP MAlMEHTOB C CO3/aHHEM OJIHOPOAHOM TPYIIbI MM CO3/1aHUE€ OTIEIBHOIO
nporokosa PKM g nanuentos ¢ C3CT. Ananu3 Takoil OJHOPOIHOM Tpymibl nanueHTos ¢ JIAT
MO3BOJIUJI OTEUECTBEHHBIM aBTOpaMm chopMmynupoBaTh KoHuenmuio JIAI'-accouunpoBaHHOTO
¢denotnna cucremHoil  ckiepomepmuu  [345]. Ilpusnakamm = CHCTEMHOW  CKIIEPOJIEPMHUH,
B3auMoOcBs3aHHbIMU ¢ JIAD, sgBistoTCS IMTENbHOE TeueHue 3aboneBaHust A0 pa3Butus JIAT
(Gonee 12 neT oT mepBBIX MPU3HAKOB CHUHApOMa PeiiH0), MUHMMAaJIbHO BBIPQ)KEHHOE YIJIOTHEHHE
KOXKH WJIM €r0 OTCYTCTBHE (BHCLIEpaTIbHASI CKIEPOAEPMHUS), HATMUUE TEICaHIMIKTA3UM, TOBBILIICHHUE
YpOBHEI MOYEBOM KHCIOTHI, HaJIM4W€ AaHTUIIEHTPOMEPHBIX AHTUTEN, OTCYTCTBHE aHTHUTEN K
Tornon3oMepase-1. JIaHHBII CUMIITOMOKOMIUIEKC IO3BOJIAET BBIACIUTH TPYIIY PUCKA Pa3BUTHSA
JIAT nnst 6onee paHHEH TMArHOCTUKH.

- PexomennoBano y nanmentoB ¢ JIAI, acconumumpoBannoili ¢ C3CT, nmpuMEHATH TOT XKe
anropuTM JedeHus, uyto u y nanuentos ¢ WIATL [6, 9, 10, 188, 192, 199, 202, 206, 208, 242, 244,
245, 246].

-EOKIC (YA 1 YYP A)

- Pexomenayercs npUMEHATh CTPATETHUIO JOCTHKEHMS 30HBI HU3KOI'O PUCKA JIETAIILHOCTU B
neuernn narentoB ¢ JIAT, acconmupoBannoii ¢ C3CT [6, 9, 10, 206, 242, 244].

-EOKIC (YOO 1VYVYPA)

Kommentapuu: PKU, cpaBHuBaromux 3(QQeKTUBHOCTh MpenapaToB pazIUYHbIX TPyHI B
kauectBe MoHoTepanuu y namueHtoB ¢ JIAI-C3CT, ©He mnposoawiocs. Esponelickue
pexomennanuu 2015 roga He HarOT OTBETa O Mpemnapare BbIOOpa B KauecTBE MOHOTEpAIUU IJIs
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nanueHToB ¢ JIAI'-C3CT. CoOTBETCTBEHHO, B IPUHATUU PEIIECHUS B OTHOLUIEHWM MOHOTEpANUU
pa3yMHO HCXOJWUTh M3 PHUCKA JIGKAPCTBEHHBIX B3aUMOJICHCTBUM, HaJIM4YUs MOPAKEHUS IEUYEHU
(OmumrapHBIi IUPPO3 MEYEHN) U TTOYeK. TeM He MeHee, HHTEPECHBI pe3yabTaThl MHOTOLIEHTPOBOTO
npocnektuBHoro perucrpa PHAROS, B kotopeiii Brimovanucs nanueHtsl ¢ CCJl u BnepBbie
quarnoctupoBanHoi JII' I rpynmsl. bonbHbIM HasHauanu moHotepanuio UDJI3-5 win OPA, unu
koMOuHHpoBaHHYO0 Tepanuio UDJ[D-5 u DPA. Croycts 6 mecsiieB JieueHUs OIICHUBAIN KOHEYHYIO
TOYKY — BpeMs JI0 KJIMHUYecKkoro yxyamenus JII', koTopoe BKiIoYano B ceOs Takue MOKa3aTelH,
KaK JIeTAIbHOCTb, TocnuTaiu3auus B cBsi3u ¢ JIAI, TpaHcmaHtauus, Hadajao Tepanuu
[AapEHTEPAIbHBIMM CUHTETUYECKUMHU AHAJIOIAaMU [POCTALMKINHA, YXYyIIIEHHEe TeueHus. B
uccienoBanus Bkmoumn 98 manuentoB ¢ CCJI (OPA = 24, UD/ID-5 = 59, OPA + UDID-5 = 15).
Bce Tpu rpynisl He pa3iavyaniich 0 UCXOAHBIM XapaKTepUCTHUKaM. B pe3ynbpTaTe KOHEUHas TOUYKa
— BpeMmsl 10 KJIMHUYECKOTro yXYyIUICHUS — Obljla 3HAaYUTENIbHO XYK€ y IMAallMeHTOB CO CTapTOBOM
tepanueit DPA mo cpaBHenuto ¢ rpynnamu UDJI3-5 1 KoMOMHUPOBAHHON CTapTOBOM Tepamnuu
NDJID-5 + DPA (p = 0,0001). 3a nepuon Habmogenust 6onee tpex Jyer 10 manuentoB (41,6%)
ymepiiu B rpymnme DPA 1o cpaBHeHuto ¢ 4 nanuentamu (6,8%) B rpymnne UD/ID-5 u 1 marmenTom B
rpynne komOuHupoBanHoil tepanun UDJ3-5 u OPA (6,7%) (p = 0,004). bazoBsiMu (hakTopamu,
HE3aBUCHMO AaCCOLMUPOBAHHBIMH C 00J€e KOPOTKHM TEPHOAOM [0 KIMHUYECKOTO YXYIIICHUS,
Ot craproBass moHoTepanus OPA (OP 2,63; p = 0,009), uuzkas DLCO (OP 0,69 na 10%
usmenenus; p = 0,04), seicokoe JICC (OP 1,10 na usmenenue B 1 ex. Byna, p = 0,007) [244].

[IpumeneHue cTapToOBOM KOMOMHUPOBAHHOW U MOCTIEIOBATEIBHOMN CIeIM(PHUECKON Teparuu y
nanueHToB ¢ JIAI'-C3CT neMOHCTpUpPOBaIO TOT K€ MOJIOKUTEIbHBIA TPEH, YTO U Y MalUEHTOB C
WJIAT, B OTHOIIICHHH YMEHBILICHHSI PUCKOB HEOIAronpusTHbIX coObIThii [242]. CoriacHO cucteme
crparudukammu pucka REVEAL, CCJl xak npuunHa JII' sBIsSieTCS caMOCTOSTENBHBIM (aKTOpPOM
pUcKa HeOJarompuUATHOTO HCXO0J]a, MOATOMY BO3HHKAET BOIPOC O Iiesiecoodpa3HocTu Oosee
arpeccuBHOM ctpareruu jeueHus y nanudeHtoB ¢ JIA-C3CT u paHHeM Ha3HAuY€HUM CTAPTOBOM
KOMOMHHMpOBaHHOU crerduieckoit Tepanuu. [IpekpacHoii nmtroctpanueit 3ppeKTHBHOCTH TaKOTO
noaxoxa craio xopomo cmianupoBanHoe PKM AMBITION, B kotopom 216 "HauBHBIM"
naiuenTtam ¢ JIAI'-C3CT (24% Bceii nonynsauuu nanueHtos ¢ JIAD I rpynnsr; 137 mauueHToB
JIAT-CCJl) Opima Ha3HaueHa CTapToBas KOMOWHUpPOBAaHHAs Tepamnus aMOpu3eHTaHOM™** u
taganaduiaom# (n = 118) u B ABYX Ipynmax — MOHOTEpanusi aMOpU3eHTaHOM™** U MOHOTepanus
taganapuiaom# (n = 99). [lepBuuHyI0 KOHEUHYIO TOUKY, BpeMsl 10 KIMHUUYECKOro yxyamenus JIAT,
nocturnu 32% mnanuentoB ¢ UJIAT/nacnencrsennoit JIAI' u 40% mnamuentoB ¢ JIAI-C3CT B
Tpynmax MOHOTEpaNnuu, TOrJa Kak B TpyNIe CTapTOBOM KOMOMHHPOBAHHON —Tepamnuu
amOpu3eHTaHOM™* u TaganapuiIoM# NEpBUUYHYI0 KOHEUHYIO TOUKY AOCTHIIM 19% nanueHToB C
WNJIAT /nacnenctBennoii JIAT (camkenue Ha 49%) u 21% nanuentoB ¢ JIAI'-CCJ] (cHuxeHune Ha
56%) [245]. Hamporus, B wuccinemoBanun COMPASS-2 noGaBienune O6o3eHTaHa** K yiKe
umeroreiicss tepanuu cuwigeHaduiaom y nanueHtoB ¢ JIAI-C3CT (n = 88, U3 HUX MalMEHTOB ¢
JIAT-CCJ] — 38) ne mpuBeno Kk ycwieHuto 3¢ dekra MOHOTepanuu cuineHaduioM; 6osiee TOTO,
OBUIO MPEKPAIIEHO JOCPOYHO B CBSA3H C YBEIMUYEHUEM IeNaToTOKCHuecKoro 3gdexra 603eHTana™*
10 22% B o6me# rpynme JIAT I rpynmsr Ha GoHe coBMecTHOrO mpuema ¢ cuineHadmiom [185].
[ToaToMy BBIBOJIBI O HelleTeco0Opa3HOCTH KoMOMHaNuK cuinaeHaduna u 6o3eHTaHa™** mprUMeHUMBI
u k mnamuentam ¢ JIAI-C3CT [9]. B monrocpounom PKW GRIPHON  onenuBaizach
nocsenoBaTeNbHas KOMOMHUPOBAHHAS Tepanus ¢ IPUMEHEHUEM cenekcumara y nauenTos ¢ JIAL [
rpymibl, Ao manueHToB ¢ JIAT-CCJ] coctaBnsina 15% (n = 170, 78% u3 KOTOPBIX yXKe MOIyJaId
cnenupuUecKylo Tepamnui, npudem 36% — koMOumHHpoBaHHYyI Tepanuio MDJD-5 u DPA. B
rpynne nanueHToB, He nmoyydaBmux cenekcumnar, ¢ MJIAI'/nacnencrsennoit JIAI'/nexapcTBeHHOM
JIAT" nepBUYHYI0 KOHEYHYIO TOUKY JocTUIIM 43% mnanueHToB, Torga kak B rpynmne JIAI'-CC/L —
49%. B rpymnmax manueHTOB, IMOJYYaBIINX TEPAMUIO CEJICKCHITArOM, MEPBUYHYI0 KOHEYHYIO TOUKY
nocturiau 28% nauuentoB ¢ MJIAI/nacnenctennoit JIAI /nexapctBennoit JIAI u 32,5% c JIAT -
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CCJl. Takum oOpa3oM, H00aBICHHE CEJIEKCHUIIara B KaueCTBE BTOPOTO M TPETHErO Ipernapara
COTPOBOXIAIIOCH YMEHBIIICHUEM PHUCKAa HEXelaTeNbHBIX coObITHH y mamueHToB ¢ JIAI'-CCJ] Ha
cornoctaBumoM ypoBHe ¢ 6onbHbIMU MJTAT [202]. B PKU PATENT-1 u3y4anock BiIusSHUAE Teparuu
puoruryatom** y manuentoB ¢ JIAD' I rpynmer (n = 443) yepe3 12 Hemens tepanuu Ha TOH
(THIX-nepBuyHas KoHEYHast Touka) U BTopuuHble KoHeuHble Touku (PK JIAT (BO3), ypoBenb NT-
proBNP, unzaexc bopra, kauecTBO >KHU3HH, BpeMsl 0 KIMHUYECKOTO yXYALICHHS, 0€30MacHOCTh).
Hons maumentoB c¢ JIAI'-C3CT cocraBnsina 25% (n = 111, u3 xotopblx 66 NAUEHTOB CO
ckieponepmueii). B rpynme mane6o Opu10 25 manueHToB, 71 OOJbHON B rpyrme MaKCHMaJIbHOM
CYTOYHOH JTO3MPOBKH puonuryata** 2,5 mr 3 pasa B 1eHb U 14 malMeHTOB B TPYIIIE, MOTy4aBIICH
1,5 mr 3 pasa B mens [199]. B PKU PATENT-1,2 y nauuentoB ¢ JIAT'-C3CT na doHe Tepanun
puoruryarom™* nocroBepHo yBenuuuBanack auctanuus B THIX, camxkancs OK JIAT (BO3) u
JICC, Bo3pacran cepaeunsiii uagekc [199]. IToBsliieHrne TOIEPAHTHOCTH K (PU3HUYCCKON HArpy3Ke U
camkenne OK JIAI' Obuto ycTOWYMBBIM M Ha BTOpOM roj HaOmoaeHus. J[ByxueTHss
BebkuBaeMocTh marueHToB ¢ JIAT-C3CT cocraBuna 93% wu Obl1a CONMOCTAaBUMOW C TaKOBOW Yy
nanueHToB ¢ MJIAT, yTo cyiiecTBEHHO OTJIMYAETCs OT pe3ynbTaroB OonbinHcTBa PKU, B KOTOpBIX
BbDKMBaeMOCTh mnaiueHToB ¢ JIAI-C3CT Obuta cyliecTBEHHO HUKE. Y MalMeHTOB, MOTYYaBIIMX
ucxogHo DPA (Oo3enTan**), ycuiieHue Tepanuud puOLUTyaTOM™* COIPOBOXKAAJIOCH YBEIMUEHUEM
muctaniuu B TIIX. ITpoduns Ge3onacHocTH puonuryara** He pazinuuancs MEXAy MalueHTaMH ¢
WJIAT u JIAT-C3CT [246].

Takum 06pa3om, 11e51eco000pa3HOCTh CTAPTOBON KOMOMHMPOBAHHOW TEpanuy y MalueHTOB C
JIAT-C3CT noarBepxnaaoT aanHble MetaaHanusza 6 PKU ¢ yuactuem 963 mauuenroB c JIAIL-
C3CT, nmpoaeMOHCTPUPOBABIINE CHIKEHHUE PHCKA HEXeNaTeNbHBIX COOBITUH Ha 27% B rpymnmne
KOMOMHHpOBaHHOM crnenuduueckoit Tepanuu (OP mo moarpymnmam 0,73; 95% AU 0,60-0,89), u
TEeHJECHUHUIO K yBennueHuto aucranuuu B THIX wa 21,38 m 95% JIU ot — 20,38 no 63,14; p = 0,320
[206].

3.5.3. JlerouHas apTepuanbHas runepTeH3usi, acCoLMMpPOBaHHAA C NOPTaNibHOM
rmnepTeH3ven

[lopronynbMOHanbHasi THNEPTEH3Us — MpPEeKaNWUIsIpHAs JIeTOYHash TUIEPTEH3Us ¢
XapakTepHbIM MoBsiIeHueM cpeanero JJIA >= 25 mwm pr. c1., A3JTA/KIM JDK <= 15 MM pr. cT. 1
JIETOYHBIM COCYAMCTBIM CONpOTHUBIEHHWEM > 3 en. Byaa B coueTaHuM C TpaHCIEYEHOYHBIM
rpagueHToM nasiaeHus > 10 MM pT. cT. IlopTOmynbMOHANBbHYIO THUIEPTEH3UIO YAacTO MYTAalT C
renaronyjabMOHAJIBHBIM CHHAPOMOM, KOTOPBI pa3BUBAETCS y MAlMEHTOB C MATOJIOTMENW NEYeHH,
NOPTaJIbHOM TMIEPTEH3UEH WIN BPOXIEHHBIMM INOPTOCHCTEMHBIMU IIIYHTAMHM M COIPOBOXKIAETCS
JMiaTaneld COCy/loB JIETKMX B OTBET Ha THUIOKCeMuio, HO 0Oe3 mnosbimenus JICC [247].
3a6071€Ba€MOCTh MOPTOMYJIBMOHAIBHOM THUIEPTEH3UEH COCTaBIsieT OKojo 1 ciydas Ha 3 MIH
HaceJeHus B roj. B mpocnexktuBHOM HccnenoBaHuu 1235 manueHTOB ¢ HUPPO30OM IedyeHu (>= 7
b6aimoB mo kimaccudukanuu Yannga-IIsi0) BeigsBHIM, 4YTO 5% MAallMEHTOB COOTBETCTBOBAIU
KPUTEPHUSIM TMOPTOMYJIEMOHAIBHON THnepTeH3uu. OOBIYHO HOPTOMYJIbMOHAJIbHAS TUIEPTEH3US
pa3BuBaercs Ha 4-7-ii TOJ CyIIECTBOBaHHWS MOpPTajJbHOW rumnepreH3uu. JKeHCKuil mon u
AyTOUMMYHHBIM TeMaTUT — HE3aBUCHUMbIE MPEAUKTOPHl Pa3BUTHUA MOPTOMYIbMOHAIBHOU
runepreH3ud. BakHyio poib B maTOreHe3e MOPTONYJIbMOHAJIBHOM TUIEPTEH3UM HUIPAIOT

CEepOTOHMH, TPOBOCHAIMUTEIbHBIE IUTOKUHBI M  (aKTOpPHl  pocTa. bOnpmast  wacrora
[IOPTOIYJIBMOHAJILHON TUIIEPTEH3UH Y JKEHIIUH YKa3bIBa€T HA BO3MOXKHYIO ACCOLMALMIO PA3BUTHUS
3a00JIeBaHuUs C METa0OJIN3MOM 3CTPOTEHOB.

[TarueHTHl ¢ MOPTOMYIBMOHATBLHOW TUIEPTEH3UEH WMEIOT HAUXYAIIUN MPOTHO3 U3 BCEX
Hozosoruit JIAI' ¢ BEDKMBaeMOCTBIO B TeUeHHUE roja 0e3 crnernudpuyueckoro jgedeHus ot 35 g0 46%.
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W X0Ts1 BBIPaKEHHOCTh MOPAKEHUSI MEUYEHH M MOPTAIbHOM THUIEPTEH3UHM HE BIMSIET HA CTENEHb
TSOKECTH TOPTOIYJIbMOHAIBHON THIIEPTEH3UH, OCHOBHOM MPUYMHON HEOIAaronpusiTHOrO MCX0Aa Y
ATON KaTEropuM MMALIUEHTOB OCTAETCs MaToJIOTUs nedeHu. KapauaibHble OCI0KHEHUS, HECMOTPS Ha
10 uro 10 40-50% mnmanueHToB C MOPTOMYJIbMOHAIBHOW runepreHsuerd umeror Huzkoe JICC u
BBICOKHI CEepJICUHBIN BHIOPOC, YaCTO MPUBOAAT K cMepTH [248].

- PexomeHIyeTcs  BBINOJHATH  OXOKapaAHoOrpaduio y CHMITOMHBIX TAIlMEHTOB C
3200JICBaHUSIMH TI€YCHH WM TTOPTATBHON THIIEPTEH3UEH U Y BCEX KaHAWIATOB HAa TPAHCIIAHTAIUIO
neueHu i morcka npusnakos JII [6, 43, 248].

-EOKIC (Y 5VYVYPC)

- Pexomennyercs mpoBoauTh OOCiIEIOBAaHME BCEM MAIMEHTaM, HAXOJSIIIUMCA B JIMCTE
O0KUJAHUSI HAa T[POBEACHUE TPAHCBIOTYJISIPHOTO  BHYTPUIIEUEHOYHOIO  MOPTOCUCTEMHOTO
LIIYHTUPOBAHUS WIA TPAHCIUIAHTALUU [E€YEHH, JUISI UCKIFOUYECHUS MTOPTOIYJIbMOHAIBHON JIErOYHOU
THIIEPTEH3UH, KOTOPast SIBIIACTCSI OCHOBHBIM HE3aBHCHMBIM ITPEIHKTOPOM JIETAILHOCTH [ 6, 248].

-EOK IB (YJU1 4 VYP C)

- PeKOMeHI{yeTCﬂ paCCMOTpeTI) BO3MOXHOCTH TpaHCHHaHTaHI/II/I IICUYCHU y IIaguCHTOB C
XOopomruM OTBCTOM Ha CHCLII/I(I)I/I‘IGCKYIO TCpAIINIO aHTHIICPTCH3UBHBIMU IIpCIlapaTaMu JJIs1 JICUCHUA
JIAT [6, 248].

- EOK IIbC (Y/J1 4 YYP C)

- He pexomeHmyercs MpOBOIUTH TPAHCIUIAHTAIIMIO TICYCHH TMAIUEHTAM C TSDKEIBIA U
HekoHTposmpyemsiid JIAT [6, 248].
- EOK IIIC (Y114 YYP C)

- Pekomennyercs HampaBisaTh mnanueHToB ¢ JIAI, acconuumpoBaHHON C NOpPTaIbHOMN
THIIEPTEH3HEH, B IICHTPBI, HMEIOIINE OIBIT PadOThI ¢ 000MMH 3abosieBaHusIMHE [6, 248].
-EOKIC (YO 5VYVYPC)

- He pexomenyercss Ha3HaueHHE aHTUKOAryJssHTOB HENPSAMBIX (aHTaroHUCTOB BUTaMHHA K)
U TPSAMBIX AHTHUKOAryJISHTOB JJI NEPOPAJIbHOrO IPHEMa MalMeHTaM C HOPTOIYJIbMOHAIbHON
THIIEPTEH3UEH M3-3a PUCKA PA3BUTHUS FeMOpPpAarndecKux ociaokHeHui [6, 116, 156].

- EOK IIIC (YA 5 YYP C)

KommenTapun: IlanpeHTBl ¢ MOPTOMYJIbMOHAIBHOM TMIEPTEH3UEH MMEKOT BBICOKHE PHUCKH
KPOBOTEUEHHMSI, YTO CBSI3aHO C COUYETAHMEM HAPYIIEHHOI'O CHHTe3a ()aKTOPOB CBEPTHIBAHUS U
HenpeackasyeMoi runokoarynsiunu Ha ¢one npuema HAK, Hannumem BapHKO3HO pacHIMPEHHBIX
BEH NUINEBOJa W remoppouganbHbelx BeH. Tepamus HAK moxer obcyxknarbes Npu Haluduu
JKU3HEHHO Ba)KHBIX TIOKA3aHUM, TAKMX KaK OCTpast TPOMO0IMOOIIHS JIETOYHOM apTepuHu.

TpaaIuLIMOHHO MAlMEHTHI C MOPTOMYJIbLMOHAIBHON TUnepreH3ueil He Bkitoyatorca B PKU, B
KOTOPBIX OlleHHBaeTcs 3(HEeKTUBHOCTh CHeUPUIEecKUX mpenapaToB. [103ToMy BBIBOJBI O BIUSHUH
cnenuduyeckux mnpemnaparoB st jgedeHus JIAIT Ha BbDKHBAaeMOCTh, 3a00J1€BA€MOCTh U TEUEHUE
MOPTOMYJIbMOHATBHON JIETOYHOM THUIEPTeH3WH B peKkoMeHaanusx EBpormelickoro oo0mecTBa
kapauosioroB u EBpomneiickoro pecnupatopHoro o6miectBa 2015 roma ocHOBaHBI Ha MHEHUU
DKCHEPTOB U PE3YIbTATAX IMUJIOTHBIX UCCIEAOBAHUM.

- Pexomenayercs y MaeHTOB C NMOPTOIYJIbMOHAIBHOW THIIEPTEH3UEN PUMEHSTh aJrOPUTM
JeUeHMsI, pa3paOOTaHHbBIM JUIsl MalMeHTOB ¢ npyrumu ¢dopmamu JIAD, yuuThIBas TAXKECThb
3aboseBanus neuenwu [6, 9, 10, 189, 199, 249].

-EOK IC (VI1 2 VYP A)
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KommenTapun: TpaqulinoOHHO TAUEHTaM C MOPTOIMYJIbMOHAIBHOW TUIIEPTEH3UEH, HMEIOLIUM
YMEpEHHBIE U TSKENble HapylIeH!s (PYHKINU [TEYeHH U MOBBIIICHUE TPaHCAMUHA3, PEKOMEHyeTCs
n30eratb Ha3HAYEHUs TENAaTOTOKCUYHBIX NpenaparoB, Takux kak OPA. B PKU SERAPHIN c
yuactueM nanueHtoB ¢ JIAI' 1 rpymnmel remaroTokcuueckoro sddexra mamuTeHTaHa™*
3aperucTpupoBaHo He Obu10. OCHOBBIBasCH Ha Oe3omacHOM IMpoduie MalUTeHTaHa™*, mpoBeneHo
equHcTtBeHHoe PKU y manmenToB ¢ mopromynbmoHansHol tuneprensueii PORTICO (n = 43 nHa
Tepanuu MarnuTeHTaHoM** u n = 42 manueHTa, MoiydyaBinue Iutane6o). B renese mopranbHON
TUIEepTEeH3UU Y 56% maleHToB ObLI aIKOTOJBHBINA HUPPO3 MedeHu, y 41% nalueHToB — BUPYCHBIH
rematut C. Ha ¢one tepanuu mauuteHtanoM™* kx 12-i Henene nocroBepHo cHipkanoch JICC u
cpennee JJIA, a Takke yBeIMYMBAICA cepAeyHbld WHIEKC. OAHAKO 3HAYMMBIX HM3MEHEHUH
nepernocumoctd ®H u ®OK JIAT He BbIsiBIeHO. He OBUIO Takke 3aperuCTPUpPOBAHO HU OJHOTO
cllydass 3HAYMMOTO TIOBBIIICHHsST YpOBHs TpancamuHa3 [189]. Takum o0Opa3oMm, y MalMEHTOB ¢
NOPTONYJIbMOHAILHOW THUMEPTEH3HEeH MOKET OOCYXKIaThCsl Ha3HAuUCHHE MaluTeHTaHa** s
yIIy4dIlIeHUs TToKa3aTeseld TeMOAMHAMUKH.

VY nmanueHToB ¢ NOPTOIYJIBMOHAIBHON TMIEPTEH3UEN TpaJullMoHHO NpuMeHsitoTess UDJ1D-5.
B He0obI110M HEKOHTPOIUPYEMOM 00CEpBALIMOHHOM HCCIIEZI0BaHUM, BKIOYaBleM 11 manueHToB
C MOPTOIYJIbBMOHAJIBHOM rumnepTeHsuei, y 9 nauuenton noaydyens! ganasie YBKC cnyers 3 rona. vV
BCEX MalMEHTOB peructpuposanock cHmkenue JICC, y 4 nanuentos cHusuinoch cpennee JIA, u
OJTHOMY IAI[MEeHTY YCIICIIHO BBIMOJIHECHA TPaHCIUIAaHTAIus reueHu [249].

JlanHble 00 MCMONB30BAHUU WIIOMPOCTA OTPAHUYCHBI EAMHUYHBIMUA KIMHUYECKUMH CITy4asMU.
Hanmuume TpoMOOIMTONEHHH | BBICOKOTO pHUCKA TIE€MOPPArHYECKUX OCIOKHEHHH TpelOyeT
OCTOPOKHOCTH PUMEHEHUS ATOM TPYIIIbI IPEenapaToB.

B PKM PATENT-1 npunumanu ywactue 13 DanuMeHToB C  MOPTOMYJIbMOHAJIbHOM
runepTensue, 11 u3 KOTOphIX MOJIyYaad Tepamnur puonuryatom** 2.5 mr 3 pasa B nenp [199].
OtaenpHOro aHanu3a 3(pQPexKTUBHOCTH M 0€30IaCHOCTH TEpanuH PUOLUTIyaTOM™™* y MalueHTOB C
nopromynsMoHanbHoU JIAI' He mpoBOAMIIOCH.

JIaHHBIX O TPUMEHEHUU CEJEKCUIlara y MalydeHTOB C MOPTOMYJIbMOHAIBHON TMIEPTEH3UEH
noka HeT. Jlonrocpounsie PKM mo ouenke BnusHUA crenu(UUecKOd Tepanud Ha HCXOABI U
Te4eHUsI 3a00JIeBaHNsI HE IPOBOAUIIUCH.

3.5.4. JleroyHas apTepuanbHasi rMNepTeH3ns, accoumMmpoBaHHasa ¢ UHdpekunen
BUpyca MMMyHoaeduumTa YenoBeka

Pacnipoctpanennocts JIAI' cpenu maruenToB, kuBymux ¢ BUY-undeknueit, cocrapiser
okomo 0,5% [250]. Ilo manHbIM pa3nuunblX peructpoB JIAL, accoumumpoBannas c¢ BUY-
uHpekuen, cocrapister okosno 10% Bcex cimyuyaeB JIAI. Ecnu cpaBHUTH pacnpOCTpaHEHHOCTb
WJIAT, cocraBistomieit 1-2 cmyyas Ha 1 MiiH HaceneHus, To puck paszsutus JIAI' y nmanueHToB c
BUY-undexnueii B 2500 pa3 Boime. C yuerom 30 musuimonoB BUH-uHGHIMPOBaHHBIX I100aMbHAS
pacnpocTtpaHeHHOCTb 3Toro Bapuanta JIAI' moxet nocturats 150 000 ciydaeB, HO TOIbKO Yy 28%
JIAT-BUY cootsetctByert I11-1V ®K (BO3) [48].

[Tarorenes JIAI' nmpu BY ocraercs HesicHbM. HeT mannbIx 0 nponnkHoBeHnH BIY B kneTkn
cocymuctoii crenku MKK. Bepostao, Oenku BUWY, Takme kak Nef, Gpl20, BbI3bIBatoT
npoiaudepannio HA0TENNATbHBIX KIETOK JErO4YHOM apTepuu, BoclajeHHe, OKCUIATUBHBIN CTpecc
U HapylleHHWEe IpoueccoB  amonro3a. IloaTBep:kIeHHEM  OTOM  THIIOTE3bl  CIIyXKaT
SKCIIEpUMEHTAaJIbHbIE JaHHbIe, Korjaa npucyrctBue OenxkoB BIY 0e3 akTUBHOro MHOUIIMPOBAHUS
Bei3bIBaO paszsutue JII' y kpeic [251]. PasButue JIAI' He 3aBucut ot craamm BUY-undekuny,
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ypoBasi CD4"-numdoruros. J[anHble MHOrO(aKTOPHOTO aHAIM3a MMOKA3BIBAIOT, YTO JKCHCKHUH IO,
BUPYCHas Harpy3ka, comyTrcTByromui renatut C — HanOosiee 3HauMMble (akTOpbl pUCKa Pa3BUTUSA
JIAT, accounupoBannoii ¢ BUU-undexnueii. B passutun JIAI' y BUY-unpumpoBaHHBIX MOXKET
UMETh 3HAYCHUE INPHUMEHEHUE NAIMCHTOM HAapKOTHYECKMX IpenaparoB. B skcnepumeHTte Ha
MakKakax-pe3yc, HH(QHUIMPOBAHHBIX BHPYCOM HMMYHOJC(HIINTA, HCIOIB30BAaHHE aapEeHO- U
JIONIAMUH-CTUMYJIATOPOB U ONMOMJIOB NPHUBOJUIO K 00Jee TSKEIbIM CTPYKTYPHBIM HU3MEHEHUSM
aprepuii MKK [252]. XapakTep peMoaenupoBaHus JIErOUHbIX apTepuil y manueHtoB ¢ JIAT-BUY
HE OTJIMYaeTcs OT TakoBoro y mamueHToB ¢ MJIAT. Jlna manuentoB ¢ BUY-unbeknuei xapakrepHo
NOpakeHHE PAa3NUYHbIX opraHoB M cucteM. [lamuentsl ¢ BUY-undekuueit B 70-80% ciydaes
konH(uuupoBansl rematutamu B u C. Hanmume LUTOIMTHYECKOrO CHUHApPOMA U IEYEHOYHOH
HEJ0CTaTOYHOCTU MOXET CYLIECTBEHHO 3aTpyAHATh mpuMeHeHue OPA u  aHTUKOarysisiHTOB
HENpsAMBIX (aHTaroHUCTOB BUTaMuHA K)/MpsAMBIX aHTUKOAryJasHTOB Ul MEPOPAIbHOIO IMpHEMA.
Pazsutue XOBJI Takke MOCTaTOYHO PACHPOCTPAHEHO M MOXET CHOCOOCTBOBATH PA3BHTHUIO
runokcemun [48].

B nenom knuamyeckas cumnromatuka JIAIT y mammentoB ¢ BUY He umeer kakoi-mubo
cnenuuIHOCTH U He oTinuvaercs ot TakoBoil mpu MJIAT. Tlokazarenu UBKC Takke comoctaBuMbl
¢ nanHbMU y nanueHToB ¢ MJIAT'. JIAT — He3aBucuMblii pakTop prucka cMepTH nauuentos ¢ BUY-
uH(pEKIMeN: CpeHss TPEXJIETHS BbDKUBAEMOCTh 3TON KaTeropuu MalueHToB cocTaBiseT 72-84%
[253, 254]. HawuGonee dacTbiMM mOpuuMHAMHU cMmepTd y mnamueHToB ¢ JIAT-BUY ObiBatoT
nociencteus JII' B BUuje nmpaBoKeny104YKOBOM CEpAEUHON HEAOCTAaTOYHOCTH U BHE3AITHOM CMEPTH
(57-71%) [255].

- He pexomenyeTcst BBIMOJIHEHHE 9XOKapAnOrpadun y 6eCCHMITOMHBIX manueHToB ¢ BIU-
uHpekuueii [6, 43, 48].
- EOK IIIC (YJI 5 VYP C)

- He pexomenayercsi pyTMHHOE Ha3HAY€HHE AHTHUKOArYJISHTOB HENPSAMBIX (aHTarOHUCTOB
ButaMMHa K) M MpsMBIX aHTUKOATYJISHTOB JJIsl IepopajibHOro mnpuema namueHtam c JIAT,
accouuupoBanHoi ¢ BUU-undexuueii [6, 116, 156].

- EOK IIIC (YA 5 YVYP C)

KommenTtapun: B kommnekcHoil Tepanmuu JIAIL, accouumpoBanHoir ¢ BUY-undexmueit,
AQHTUKOATYJISIHTBl HENpsMble (aHTaroHUCThl BUTaMUHA K) M mpsiMble aHTHKOArYJISHTBI JUIS
NEPOPATILHOrO MpHeMa 0ObIYHO HE PEKOMEHIYIOTCS B CBSI3U C BHICOKMM PHCKOM KPOBOTEUEHHUM Ha
¢oHe TPOMOOLMTONEHUH M COMYTCTBYIOIIEH NAaTOJIOTUH, a TaKXe BCIEACTBUE JIEKAPCTBEHHBIX
B3aumozeiicTBuil. OIHAKO MpH HAJIWYUM >KU3HEYTPOXKAIOIIMX KIMHUYECKUX CUTyaluud (ocTpas
TpOoMO0IMOOIIHS JIETOYHOM apTepuu), BHICOKUX pUCKaX TpoMOoThuueckux coObithii Tepanus HAK
MOXET O00CYXIaTbCcs B HWHAMBUAYaJbHOM mopsnke. IlocnenHue pexkoMeHAalMU MO BEIECHUIO
nanpeHnToB ¢ BUY o6s3piBatoT HaszHayath BAAPT Bcem mammentam ¢ BUY-undexmueit BHe
3aBUCHMOCTH OT ypoBHS CD4 u BupycHO# Harpy3ku [256].

- PexomenpoBano Bcem marmentam ¢ JIAIL, acconmmpoBanHoii ¢ BUY-undexnumeit, mms
yIydIleHus Mporuo3a HazHauenne BAAPT [256, 257].

-EOK IC (Y11 3 YYP B)

Kommenrtapuu: IIpuMeHeHHe BBICOKOAKTHBHOM aHTHpeTpoBHpycHOW Tepamnuu (BAAPT) ne
npeaynpexnaer passutue JIAI' u He BimsAer Ha reMoauHaMu4YecKre napameTpbl. OqHAKO aHaIu3
509 ciiyuaes BUU-JIAI', 3apeructpupoBaHHbIX B JIUTepaType ¢ ssHBapsa 1987 rona no susapes 2009
roja, MokKas3aji, 4yTO TMOKa3aTeld BBIKUBAEMOCTH BHINIE y ManueHToB, nmoiydaromux BAAPT (55%
npotuB 22%, p < 0,01), y manueHToB, MOJIYYAIOIUX TOJBKO crenuduueckyo tepanuio (76%
npotuB 32%), u y nauuenTtos, noiaydaromux BAAPT B coueranuu co cneunduueckoit tepanueit
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(69% mpotu 38%, p <0,01) [257].

- Pexomenayercs y mnanuentoB ¢ JIAI'-BMY npumeHsTh anroputM  Ha3HA4YCHUS
cnenupuIecKod Tepanuu, UCHoib3yembid st nedenus WIIAL, ¢ ydyeToM KOMOpOMIHOCTH U
comyTcTByomei tepanuu [6, 9, 10, 174, 187, 259-264].

- EOK IIaC (YA/1 2 YVP B)

Kommentapun: Hamuune BUY-uHbpeknuu sBaseTcs TPOTUBOMOKA3aHWEM K YYacTHIO B
oonpmmmHcTBe PKU. PKW, co3manHbix mMeHHO s nanueHtoB ¢ BUY-JIAI, no wusydenuto
JEHCTBHs CIIeM(PUIECKUX TpernapaToB He mpoBoauiaoch. B emunmunbix PKWM  komwdecTBO
nanrentoB ¢ JIAI'-BUY kpaiiHe Mano, 4TOo He MO3BOJSET MPOBECTH MOATrPYNIIOBOM aHAU3.
[Tostomy mpu ananmse mpanHbix PKU mamuentsr ¢ JIAI'-BUY 00bHO BKIFOYAIHMCH B OOIIYIO
rpynny JIAI' 1. Jlanasle 06 >QQexTuBHOCTH H 0€30MaCHOCTH CIEeNU(PUUECKUX MpenapaToB
MIPEUMYILECTBEHHO MMOIYYar0T U3 MWIOTHBIX UCCIEAOBAHUN U PETUCTPOB.

NOJD-5 npumensitores y nauueHtoB ¢ JIAT-BUY, HecMOTpst Ha M3BECTHOE MOBBIIIEHUE
KOHIEHTpalluu cuiigeHaduia B KpOBU y MAlMEHTOB MPU COBMECTHOM MpPUEME C MHTHOUTOpPAMHU
npoteas. OHAKO KaKuX-TH00 MOCIEICTBII TaKOTO JIEKApPCTBEHHOTO B3aMMOICHCTBUS BBISIBJICHO HE
OBUIO, M JIaHHBIX 32 Pa3BUTHE CHCTEMHOW T'MIIOTeH3MU He noiydeHo [258]. Haznauenune UDJ[D-5 y
narenToB ¢ JIAI-BUY cnoco6crBoBano camkennio OK JIAL, yBennueHHIO TOJIEPAHTHOCTH K
¢dusnveckoil Harpy3ke u ymeHbiieHuto cpeanero JIJIA [259]. Mcnonb3oBaHue napeHTEpaTbHBIX
cHUHTeTHYecKuX aHanoroB mpocrauukinHa (ATX — BO1AC, anTuarperantsl, KpoMe TemnapuHa) B
eAMHUYHBIX chy4asx y nanueHtoB ¢ JIAT-BUY umeno nonoxutensHblid 3QQeKT Ha KIMHHYECKYIO
CHUMIITOMATUKY, TeMOAMHAMUKY. [103TOMY MIIOIPOCT MM CEEKCUTIAr MOTYT OBITh PEKOMEH/I0BAHbI
K mnpuMmeHeHuto y mnamueHToB ¢ JIA-BUY [260]. DddexTsl HMHTaISIMOHHOTO Iperapara
UJIOMpOoCTa uccienoBanbl y 8 mamueHToB ¢ Tsoxenon JIAI-BUY. Ormeuanocs camkenne JICC Ha
31% wu yBenumyeHue cepaevyHoro uHaekca Ha 21% [261]. B Hacrosimee Bpems OIbITa 110
IIPUMEHEHHUIO CEJIEKCUIIara y NallueHTOB JaHHOM KaTeropuu B MUpe HeT. He BBISBICHO KIIMHUYECKH
3HaYMMOI'0 BIIMSHUS JIONMMHABUPA/PUTOHABHpa Ha (HapMaKOKMHETHKY CeJleKCHIara y 3J0pPOBbIX
MY>KYMH, 4YTO CBHUIETEIBCTBYET 00 OTCYTCTBUM HEOOXOJMMOCTH CIEHUAIbHOIO J03UPOBAHUS
cenekcumnara [262].

Hcnonb3oBanue Oo3eHTaHa™* B CBS3M C €ro remnaToOTOKCUYHOCTBIO M OOJBIIMM CHEKTPOM
MEXIJIEKAPCTBEHHBIX B3aUMOJECHCTBUN MOXET ObITh orpaHuueHo y manueHToB ¢ BUY. Tem He
MeHee, Tepanusi 003eHTaHOM™* orjeHuBanach B npocnekTuBHOM uccienoBanni BREATHE-4, u y
14 mammentoB ¢ JIAI'-BUY uepe3 16 nenens peructpupoBaiock ymenolienne ®K JIATT (BO3),
yBeIU4YeHUE cepaedHoro uHaekca Ha 39% wu cHmkenune cpennero JJIA wa 21%, yBenuuenue
muctanmuu THIX wa 91 +/- 60 M. B apyrom wuccrnegoBanuu y 59 mNanueHTOB OICHUBAJICS
nonrocpouHblii dgdext Oozentana**. Cmycts 29 wMecsneB Tepanuu 0o3eHTaHOM™ ™  TaKke
MOJIYYEeHBI TMOJIOKUTEIbHBIE PE3YJIbTaThl B OTHOIICHUU KIMHUYECKHX TMPOSBIECHUN 3a00JIeBaHMS,
reMOJUHAMHYECKUX TOKa3aTeleil W TOJEepaHTHOCTH K ¢u3nyeckoil Harpyske. B oOomx
MCCJIEIOBAHMSAX OTMEUaaach XOpoIasi MEPeHOCUMOCTh 0o3eHTana** [263, 264]. B PK1 ARIES-1
npuHUMany ydyactue 7 nanueHtoB ¢ JIAT-BUY, u3 koTopbix 3 maruenTa noiydand amOpu3eHTan **
B JTO3MPOBKE 5 Mr/cyT u 2 marmenTta — 10 mr/cyt, Toraa xak B uccienobannd ARIES-2 — Tonpko 3
naruenTa [174, 260]. B PKU SERAPHIN npunumanu yuactue 10 manuento ¢ JIAT'-BUY, u
TOJIBKO 7 M3 HHUX MOJy4Yaau Tepamuio ManuTeHTanoMm™* (6 manuentoB — 10 mr mamurentana*™* u 1
nareHT — 3 Mmr manuteHtaHa**) [187]. B PKM PATENT-1 ¢ npumeHeHueM puoruryara**
nanuerTsl ¢ JIAT'-BUY He BKITOUaAIINCE.

Takum oOpa3om, yOeauTeNnbHBIE TOKa3aTeIbCTBA MPEMMYIIECTBA TOTO WM WHOTO Kiacca
aHTUTNIEPTEH3UBHBIX TIpenapatoB s jaedeHus: JIAIT y marmmentoB ¢ BUY-acconunpoBannoit JIAI
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oTcyTcTBYIOT. llenecooOpa3HOCTh MCHONB30BaHUS KOMOWHUPOBAHHOW Tepamuyl y IMalUEeHTOB C
JIAT-BMY omnupaetcs Ha Ty XK€ CTpaTHU(PUKAMIO PUCKA JICTAILHOCTH U JaHHBIC METAaaHAIU30B H
PErUCTPOB, KOTOpbIe MpuMeHst0TCs y nanueHtoB ¢ UJIAI. YuutsiBas oTCyTCTBHE pa3iuduil B
TUCTOJIOTUYECKOM KapTUHE, TeMOJMHAMHUKE U KIMHWUYecKoW cumnrTomatuke JIAI'-BUY npu
cpapaennu ¢ WJIAT, momoOHast cTparerusi BeJeHUs MpuemiieMa U 00OCHOBaHHA. Y MAalMEHTOB C
JIAT-BUY TpeOyroT BHUMaHUsI PUCKH BO3HUKHOBEHHSI HOBBIX COCTOSTHUN U 3a00JIEBaHUM, KOTOPBIC
MOTYT CYIIECTBEHHO M3MEHATh KaK TEueHHe OCHOBHOro 3abosieBanuss u JIAIL, Tak u
COMYTCTBYIOIIEH T€pANMU C COOTBETCTBYIOIIMMU PUCKAMHU JIEKAPCTBEHHBIX B3aUMOIECHCTBUM.

3.5.5. BeHOOKKN3MOHHasAe OOne3Hb Jlerkux W nerovyHbIn KanunnspHbIN
remMaHrmomarTos

Benookxkimo3nonnas 6osie3ns Jyierkux (BOBJI) u jierodHbpii KanmuuUSIpHBIA T€MaHTHOMATO3
(JIKT) — penkue GpopMbl JETOYHON TUIEPTEH3UH C XapaKTepHBIM peMmoaenupoBanreM Benysn MKK
[265]. B knaccudukanuu JII' 2015 roma BOBJI u JIKT BeIgensiim B OTACTBHYIO MOATPYIIITY, YTOOBI
aKIEHTHPOBATh BHUMAHNE Ha OOIIHOCTH KJIMHHUYECKUX MPOSBICHUIN M CYIIECTBEHHBIX PA3INYHSIX C
JIAT'. Ongnako oxonvarenbHas Bepudukanus nauardHo3oB BOBJI/JIKT Hepenko BO3MOKHA TOJIBKO
IpU ayTONCUHHBIX HcciaenoBaHusax. B 2014 r. 3aBepiieHO MOJTHOI€HOMHOE TI'€HETHYECKOE
oOcnenoBanue 13 cemeir ¢ BOBJI, B pe3ynbTare KOTOPOTO BBISBICHBI OMajIeIbHbIC MYTallUU B
rede EIF2AK4, ¢ xapakTepHbIM ayTOCOMHO-PELIECCUBHBIM TUIIOM HacienoBaHus. [Ipuyem B oqHOM
cilyyae B KayecTBe OCHOBHOIO quarHo3a ¢gurypuposain JIKI'. brarogaps 3TuM Haxoakam J10Ka3aHo,
yto BOBJI u JIKI" — 3T0 Ba KIIMHUKO-TIATOJIOTUYECKUX BapraHTa OJHOTO U TOTO K€ 3a00JIeBaHUsI.
Hapsiny ¢ reHernyeckoil mMpenpacnoioKeHHOCThI0, K (aktopam pucka paszsutus BOBJI/JIKT
clenyeT OTHECTH QIKWIMPYIOIIME UUTOCTATUKU, OPraHUYECKUE PACTBOPUTEIM H, BO3MOXKHO,
JAy4eBylo Tepanuio. Henb3sl HCKIIOUNTH MOTEHLMpYoLee AeHCTBUE Ta0AKOKYpEHHs Ha pa3BUTHE
BOBJI npu Hanmuum ycraHoBiieHHBIX (akTopoB pucka. CymectByer MHeHue, uro npu C3CT u
BUY-undexuuu B maToa0rMYeCcKUi Mporecc MOryT BOBJIEKATHCS HE TOJIKO apTEepUU U apTepUOJIb,
HO U BEHYJIbl MAJIOr0 Kpyra KpoBOOOpAIEHHS, YTO HEPEIKO ObIBAET MPUUYUHOMN PE3UCTEHTHOCTH K
cneuuuyeckol Tepanmuu y 3TUX MNanueHToB. [lo3TOMy B MepecMOTPEHHOM KIMHHYECKOU
knaccupukanuun 2019 roga mpemiokeHo ucnoib3oBaTh TepMmuHosoruto "JIAIT ¢ ¢denotunom
BOBJIJIKT™" [11]. Takoii moaxoj TO3BOJSET TIOJIHEE OXapaKTepPH30BaTh OCOOCHHOCTH
kiuHu4eckoro teueHus JIAI, muiaHupoBaTh OXKuJaHHE OTBETa Ha CHEHU(PUYECKYIO TEparuio U
BO3MO>KHO paHbIII€ HANPaBJIATh MNAalMEHTa U1 IOCTAHOBKU B JIUCT OKUJAHMS HA TPAHCILIAHTALIMIO
JErKUX. YUYWTHIBAass TPYAHOCTH JMAarHOCTHKH, YETKUX IIPEJICTABICHUA O pPACHpPOCTPAHEHHOCTH
BOBJI/JIKT wnet. Beposthas pacripoctpanerHocts BOBJI/JIKI coctaBnsier ~ 1-2 cimydas Ha 1 muH
Hacenmenus. JmarHoctmka BOBJI/JJIKIT — oxHa w©W3 caMbIX CIOXKHBIX 3aJad, TaK Kak
reMOJUHaMHUecKass XapaKTepUCTUKA HEOTIMYMMa OT JIPYruxX (opM MpeKanuuUIIpHON JIErOYHOU
runepreH3ud. HecMoTpss Ha MOCTKaNWUISAPHBIA XapakTep MaToJIornyeckoro mpouecca, J3JIA
yacTo ObIBaeT <= 15 mm pT. cT. Pa3BuTHE OoTeKa JErkux B OTBET Ha MPOBEACHNUE Ba30PEaKTUBHOIO
tecta TUNUYHO Juisi BOBJI. TemM He MeHee, OTCYTCTBHE OTEKa JIETKMX BO BPEMs IPOBEIEHUS
OCTPOTrO  Ba30PEAKTUBHOIO TECTa HE NPEIyNpekJaeT €ro pa3BUTHE IPU HA3HAYCHHUH
JIOJITOBPEMEHHOM crienn(puiecKoil Tepanuy aHTUIepTeH3MBHBIMU IpenapaTamu i aeueHus JIAT .
VIMEHHO MO3TOMY PYTMHHOE NPOBEJACHUE Ba30pPEaKTUBHOrO TecTa npu nogo3peHuu Ha BOBJI He
pekoMeHayercs. TpaauiMoHHass peHTreHorpadus Jerkux, Kak MpaBuio, MaJoOMH(GOPMAaTUBHA, HO
MOKET BbIIBUTH JUHUM Kepnu, yBenudyeHue JuUM(ATUYECKUX Y3JIOB CPEJOCTEHUS U
UHTEPCTULHAIBHYI0O HHPHIBTPALUIO B JOMOJHEHUE K JPYTUM MpHU3HAKaM JIETOYHON TMIEePTeH3HH.
MCKT opraHoB TIpyAHOM KJIETKM B HAcTOAIIEee BpEeMs IpPU3HAHA OCHOBHBIM METOJOM
HEMHBA3UBHOM nuarHoctuku BOBJI, BBIABIAIOIIMM Tpuaay XapakTEpHBIX NPU3HAKOB: yBEIUYECHHE
TUMGaTHYECKUX Y3JI0B CPEAOCTEHHS, IEHTPOJOOYNISApPHBIM CHUMITOM '"MaTroBOro crekna" u
YTOJIIIEHHE MEeXIOJbKOBBIX meperopoaok. [lockonbky paszsutue BOBJI/JIKIT compoBoxpaercs
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IBBEOJISIPHBIMH  KPOBOTCUCHHSIMUA, TO B OpOHXOAJIbBEOJIPHOM JIAaBA)KE€ YACTO MPUCYTCTBYET
BbICOKMI mponieHT cuaepodaros. s mauuentoB BOBJI xapaktepHo peskoe cumxenue (< 50%)
DLCO Ha ¢oHe OTCYTCTBHS CYIIECTBEHHBIX HApYIICHHUH MEXaHWUKU JbIXaHUS W JIETOYHBIX
0o0bemoB. ['HcTONOrMYecKOe UCCIIEJOBAHUE OCTAETCS 30J0THIM CTaHIAPTOM JJisi MOJITBEPXKICHUS
nuarHo3a BOBJI, ogHako BBIIOIHATE OHOIICHIO JIerkoro y nanueHToB ¢ JIAIT He pekomenayercs. B
ciaydae ceMeWHbIX (opMm BbIsBIeHHE OwuamnenpHo Myrtanmu TeHa EIF2AK4 wmoxer crarth
aIbTEPHATUBHBIM METOJOM THOATBEpKAeHUs JuarHoza BOBJI. AnroputM cpaBHUTENbHON
nuarsoctukd BOBJI/JIKT u JIAT npencrasnen B tadiune 14 (ITpunoxenue b).

- Pexomennyercs mnamuentoB ¢ mopo3penneM Ha BOBJI/JIKIT OpicTpo HampaBisTh B
9KCIEPTHBIN LIEHTP VI AajdbHENIero oocineq0Banus u Bepudukanuu auaruosa [6, 10, 43].
-EOKIC (Y 5VYVYPC)

- He pexkomennyercs crnenuduueckas Tepanusi aHTMIIEPTEH3UBHBIMU IIpernapaTraMu JUis
neyenus JIAT narentam BOBJI/JIKT, yunthiBasi BBICOKUN PUCK Pa3BUTHUS OTEKa JIerKux [6].
- EOK mer (YA 5 VYP C)

- PexoMenyercst TpaHCIIaHTaNuMS JISTKUX 115 Jiedenus maienTos ¢ BOBJI/JIKT [6, 265].
-EOKIC (YA 5 YVYPC)

3.5.6. JleroyHas runepTeH3ns BcrieaAcTBME NATOSIONMM fieBbIX KaMmep cepaua

JII', accoumupoBaHHas C MATOJOTHEH JIEBBIX KaMep CeplLa, OTHOCUTCS K NOCTKAIMJUIIPHON
JIETOYHON TUIEPTEH3UU U TpeAcTaBiIseT co00il OAHY M3 caMbIX YacTbIX HMPUYMH IOBBILICHUS
JIaBJICHUsI B JIETOYHOU apTepuu. J[aHHbIE O €€ pacHpOCTPaHEHHOCTU BapbUPYIOT B 3aBUCUMOCTU OT
meroaa BoisiBieHus JII' (3xokapauorpadus wim YKBC) u BapuaHToB HapyueHUs! GyHKLUHU JIEBOTO
KeNyJouKa: CeplievyHas HEJOCTAaTOYHOCTh C HHU3KOH (pakmmel BBIOpOCa JIEBOTO IKEIyI0YKa
(CHH®B) u cepaeuyHas HEJOCTaTOYHOCTb C COXpaHHOW (pakiuel BbIOpoca JIEBOTO JKEITyAodKa
(CHc®B) [266]. Tak, pacnpoctpanernocts JII' y mnamwentoB ¢ CHH®B, mo gaHHBIM
HXOKapAOorpaMueckoro HUCCIEAOBaHUs W UYPE3BEHO3HOM KaTeTepu3alMd CepAla, MOXKET
nocturath 36-83%. Ilpu 3ToM KOMOMHUPOBAaHHAS MTOCT- U MPEKANUIUIPHAs JETOYHasi TUIepTEeH3Us
BCTpeuaeTcs TOAbKO B 12-38% ciywaeB. IIpupoct naBineHus B mpaBoM XKeJIylI04Ke Ha 5 MM PT. CT.,
[0 JaHHBIM 3XOKapauorpaduu, yBEeIUYMBAET PHUCK pa3BUTHUS HEOJArONpUATHBIX COOBITUH Y
naqueHToB ¢ CHH®B Ha 6%. Torga kak aHaJOTrMYHBIA NPUPOCT JABJICHHUS y MALUEHTOB C
Cep/IEUYHON HEIOCTATOUYHOCTHIO C HU3KOM (hpakiireit BHIOpOca JIEBOTO KETyI0UKa COMPOBOXKIACTCS
yBenuueHueM cMepTHocT Ha 30%. Kputepusimu HeGnaronpusaTHOro nNporuosa y nauneHTosn ¢ JII,
aCCOLIMMPOBAHHOM C TATOJIOTMEW JIEBBIX KaMep cepilla, MO JaHHBIM DPa3IMYHBIX HCCIEeI0BaHUI
ObUIM TaKue MOKa3aTelH, Kak TPAHCHYJIbMOHAIBHBIA IPaAUeHT > 12 MM PT. CT., JTUACTOTUYECKUIN
IyJIbMOHAJIBHBIA rpagueHT > 7 MM pT. cT., JICC >= 3 en. Byna, a Takke HapyleHue noJaTInBOCTH
JIErOYHOM apTepuu 1o naHHbeM MPT.

B Hacrosiee BpeMsi He BBISBIEHBI KaKHe-IH0O0 orpeieneHHble (aKTOpbl pUCKa, TeHeTHYeCKast
MPEaPacoNoKeHHOCTh il pa3BuTusa JII' mpu martosiorum jeBbIX Kamep cepana. Bo3MoxkHO,
OTIpeNielIeHHOE 3HAa4YeHHWE WIrPaeT JJIMTEIbHOCTh CyIecTBOBaHMs 3aboneBaHus. CyliecTByeT
TUIOTE3a, YTO MATOJIOTHS JIEBBIX KaMep cepiia MOKET UCXOJIHO Pa3BUBATHCS IO ABYM CLIEHAPUSAM:
C TPEeUMYLIECTBEHHBIM IOpPAXEHUEM JIeBbIX Kamep (''71eBOXKeNyHOUKOBBIM ¢eHoTun") wim
OJIHOBPEMEHHBIM PEMOJICIIMPOBAHUEM JIEBBIX M MpPaBbIX Kamep cepaua ("TpaBoKenyT0uKOBBIN
¢enotun"). Kak mnpaBwiio, "HpaBOXKeNyIOYKOBBIM (eHoTHn" accOUMUpPOBAaH C  BBICOKOM
cmeptHOCThIO. K coxanennto, UKBC He Bcerga mo3BojisieT pa3iWyUTh I[E€PEUMCICHHBIE BBIIIE
(eHOTHINBI, TaK KaK NPUMEHEHHE TMETJIEBbIX JAMYPETHKOB MOXXET MEHATh TI'€MOJAWHAMHUYECKHUE
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nokaszarenu. HauOonee cioxkHas 3agaya mpoBecTH IU(PPEpEeHINATbHYIO0 JWATHOCTUKY MEXKIY
JIETOYHOM THUIEPTEH3UEH, acCCOLMUPOBAHHOM C CEpACYHOM HEIOCTAaTOYHOCTBIO C COXPAaHHOU
¢dpakuueit BeIOpoca sneBoro sxemynouka, u JIAI. Hapsny ¢ UBKC, cymecTByloT HEeMHBa3HBHBIC
METO/1bl, KOTOPBIE TIO3BOJISIOT MPOBECTH ATOT "Bojopazaen” (Tadm. 15) (Ilpunoxenue b).

OcHOBHOH 3a7aueil B JICUEHUU MAlMEHTOB C JIETOYHOM I'MIEpTEH3UEN, aCCOLMMPOBAHHOM ¢
[aToOJIOTHEN JIEBBIX KaMmep cepjua, SBISEeTCs MaKCHUMajbHas Tepanust OCHOBHOIO 3a00JIeBaHUS.
D¢ dexTrBHOCTH cienn(UUECKOI Teparnuu aHTUIEePTEH3UBHBIMHI TTpenaparamu Juis tedenus JIATL y
NAllMEHTOB C IATOJOrMeH JIeBBIX KaMmep cepiua OLEHHMBalach B HEOOJBIIMX KPATKOCPOUHBIX
UCCJIEIOBAHMSIX; Tepanusl He IPUBENa K YBEIUYEHNUIO BBDKUBAEMOCTH, CHU)KEHUIO 3a00J1€BAEMOCTH,
a y 4YacTu NAalMEeHTOB CIOCOOCTBOBAlAa 3aJE€pPKKE JKUAKOCTH, YBEJIMYEHHUIO YacTOThI
rocruTanu3anuii B cBsi3u ¢ yxyamenueM Tedenus XCH (Ta6mn. 16) (Ilpunoxxenue A3).

IToaToMy nerounas BEeHO3Hasi TUIIEPTEH3Us IO-IIPEKHEMY OCTAETCS POTUBONOKA3aHUEM IS
Ha3HAuYeHUs crenru(UIecKoil Tepanuy aHTHIEPTEH3UBHBIMU nperniapatamu it nedeHus JIAI. Ee
Ha3HaueHUE MOXKeT oOcyXKaaTbcs NauueHTaM ¢ KoMOuHMpoBaHHOW JII' M BbIpakeHHBIM
IpEeKaNIIIPHBIM KOMIIOHEHTOM B ycioBusix PKU nox HabmoieHneM cnenuaincToB SKCIEPTHOIO
LIEHTPA JIETOYHOU TMIIEPTEH3UN.

- PexoMeHJ0BaHA ONTUMH3AIHS TEPATUH OCHOBHOTO 3a00JI€BaHMS TIEpPe] PEIICHHEM BOIpoca
0 HEOOXOJUMOCTH OIIEHKH CTEICHU TSHKECTH JIETOYHOM TMITEPTEH3UH y MAIMEHTOB C MaTOJIOrHEi
JIeBBIX Kamep cep/iia [6, 266].

-EOK IB (YJIJI 5 VYP C)

- Pexomenmyercss paccMOTpPETh BO3MOXKHOCTh YPE3BCHO3HON KaTeTepu3alvH cepama Y
NAIMEHTOB C MPOMEKYTOUHOU BeposTHOCTHIO JII', accolMUpOBaHHOW C MMATOJIOTHEH JICBBIX KaMep
cepana, IpH HATWYHH JUCHYHKIIMU MPABOTO KEmyaoudka, (GakTopoB pucka passutus JIADL wumm
XTOJIT, umeronux onTUMAIbHBIN BoleMuyeckuii ctaryc [6, 12, 43, 101-114, 267].

- EOK IIbC (YA 3 YYP C)

- He pexomenmyeTcs NpoBeIcHHE Ba30pEeaKTUBHOro Tecta manueHTam ¢ JIIT Ha QoHe
MATOJIOTHH JICBBIX Kamep, 3a MCKIIOUSHUEM KaHIUAATOB HAa TpaHCIUIAHTaNWo cepana [6, 12, 43,
101-114, 267].

-EOK IC (Y 3 YYP B)

- He pexomennyercs Ha3zHaueHue creUU(pUUECKUX AHTMIIEPTEH3UBHBIX MpenapaToB [Uis
nedenus JIAT manuentam c JII' Ha ¢oHe maTonoruum JieBbIX Kamep cepjla B CBSI3U C BBICOKUM
PHCKOM YXYALIEHHS KJIMHUYECKOTO TEUYEHUS OCHOBHOTO 3a00JI€BaHMSA, 33JAECPXKKH KUIKOCTH WIH
pa3BuTHs (atanbHOTO Hcxoxaa [6, 267-271].

- EOK IIIC (Y] 2 YVP B)

3.5.7. JlerouHas runepTeH3nsi BCNeACTBUE NaToNoOrMM nerkux u/wnm
rmnokKkcemMumm

- PexomenayeTcsl BBIMOJTHEHHE 3XOKapauorpaduu s auarHoctukd JIIT y manueHToB C
naTojoruei nerkux [6, 43, 65-67].
-EOKIC (YA 5VYYPC)

- PCKOMCHI{yeTCﬂ MMPOBCACHUC I-Ipe3BeHO3HOI\/’I KaTeTCpulanuu cepaua IMpUu TAKCIIbIX

3a0oneBanusax Jerkux npu mogo3peHuu Ha JIADIT mm XTOJII, a Takke B ciydae TsKEIOU
MIPABOXKEITY0YKOBOM CEpICYHONM HEAOCTATOYHOCTH I YTOYHEHHS JUarHo3a, mpu oTOope
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KaHUJATOB Ha TPAHCIUIAHTAIIMIO JIETKUX U XUPYPTHUECKYIO PEAYKIIHIO JIero4yHoro oowsema [6, 12,
43, 101-114].
-EOK IC (Y113 YVYP B)

- PexoMeHnayercs ONTHMajibHOE JIEYCHHE OCHOBHOTO 3a00JICBaHHS JIETKHX, BKIFOYas
mTensHyto Tepanuto O2, y manuenToB ¢ JII' BcieacTBue 3a0ofieBaHU JIETKUX M XPOHHYECKON
rumnokcemueii [6, 28, 29, 30, 39, 40].

-EOKIC (YA 2YYPA)

- He pexomenmyercs y mnaumentoB ¢ JII' BeiencrBue 3a00iieBaHMii JIETKHX DPYTHHHO
UCIIOJIb30BaTh OM0OPEHHYIO CIEU(DUYECKYIO TEPAIMi0 AHTHUIIEPTEH3UBHBIMU IIperapaTtaMu s
neuenust JIAT [6, 28, 29, 30, 39, 40].

- EOK IIIC (VJJI 2 VVP A)

- Pexomenyercss paccMOTpeTh BO3MOKHOCTh HAIPABICHUS B AKCHEPTHBIM LIEHTP MAI[IEHTOB
C JIETKUM OOCTPYKTUBHBIM WJIM PECTPUKTHBHBIM 3a00JIEBAHUEM JIETKHX, UMCIOIIUX KIMHHYECKU
snauumyto JII', ansa nooOcnenoBaHus U pelIeHUs BOMPOCa O Ha3HAUYCHUU Clieln(DUIecKOi Tepanuu
aHTUIEPTEH3UBHBIMU TpenapaTamu Juis siedenus JIAT [10, 28].

- EOK wer (Y15 YVYP C)

Kommenrapun: Ilo pmaHHBIM HMHBa3suMBHBIX HcciaefoBanui, Haimuue JIIT He Bceerna
MOJTBEPXKIIAETCS U KpaiiHe PeIKO BBISABISETCS BBICOKAs MpEKANWIUIApHAs JIETOYHAs! THUIEPTEH3HSL.
VIMEHHO MO3TOMY BBIIENAIOT TpHU BapuaHTa cocyaucroi naronorun MKK npu maronornu nerkux:
MIePBBIi, O3 JIerOYHOM rurepTeH3un, korna cpeanee JIJIA < 21 mm prt. cr. wim 21-24 MM pT. CT. B
couetanuu ¢ JICC <3 exn. Byna; BTopoii, ¢ ymepeHHbIM noBblieHueM cpeasero JJIA 21-24 mm pr.
ct. B coueranuu ¢ JICC >= 3 en. Byna wiu cpennero JJIA 25-34 MM pT. CT.; U TPETHL, C TAXKEIOU
JIT', xorga cpennee JJIA > 35 MM pT. CT. WK >= 25 MM PT. CT., HO B COUYETAaHUU CO CHUKECHHBIM
cepieuHbIM HHAeKcoM (< 2,0 w/mmu/m?) [28, 39, 40]. K coxaleHHIO, PaHIOMH3HUPOBAHHbIC
KJIMHUYECKHE MCCIEA0BAaHUSA C MCIOJIb30BAaHUEM CHELM(PUUECKON Tepanuy, IpPOBEAEHHbIE Y
nanveHToB ¢ JIAI' Ha ¢oHe 3aboneBaHUl JIETKMX, HE MOKAa3ald IOJIOKUTENBbHOro 3¢¢eKTa B
OTHOLIEHMM TIOKa3aTesled 3a00JeBaeMOCTM M CMEPTHOCTH WM 3HAYUMOTO  YIIyYLICHHS
NEPEeHOCUMOCTH (HU3UUecKoil Harpy3ku. OTyacTH 3TO CBS3aHO € HEOOXOAMMOCTBIO OTOOpa
MalyeHToB ¢ '"mpaBwibHBIM" (eHoTurnom, korma B reHeze JIIT Ha QoHE mNATONOTHM JIETKHX
npeo0iagaeT BacKyJSPHbIM KOMIOHEHT ¢ BBICOKMM ypoBHeM cpenHero JJIA, JICC u HU3KUM
CEpJICYHbIM HUHAEKCOM IpHU JIETKUX WIH YMEPEHHBIX (YHKIMOHAIBHBIX U MOP(}OIOrHUECKUX
U3MEHEHMSAX CO CTOPOHBI Jerkux. MiMenHo moatomy seuyenue JII' Ha ¢oHe 3aboneBaHMit JIerKuX
JIOJIKHO OBITH COCPEZIOTOYEHO, B MIEPBYIO OYepellb, HAa JICYEHUH OCHOBHOM matojoruu. IlokaszaHo,
4TO JJIUTENbHAs KHUCIOpoJoTepanus caepkupaer nporpeccuposanue JII' y manmentos ¢ XOBJL
Tem He MeHee, OHa PEAKO NMPUBOIUT K HOPMAJIM3AlMM JABJICHMS B JIETOYHOM apTEpUHU, TAK Kak
Ba30KOHCTPUKIIMSL COYETAeTCs CO CTPYKTYPHBIMH HM3MEHEHUSIMH COCYJIOB MaJlorTo Kpyra
KpoBooOpareHusi. Ha KOppekIiio I'MIIOKCeMHUH HampaBieHa U CTaHAApTHas OpOHXOJIUTHYECKas
Tepanus. Takue OpOHXOJUTHUECKHE TMpenapaThl, KaK aJpeHEepruyecKkue CpeincTBa  Jyis
UHTAISIIIMOHHOTO BBEJCHUS M TEO(WIHH, OO0JIaAal0T JIOMOJIHUTENIBHBIM Ba30MIATHPYIOIIUM
JEeICTBHEM Ha COCYIbl MaJoro Kpyra KpoBooOparmieHus. J(muTenbHas HEMHBa3WBHAs BEHTHJIALUS
JETKUX, JIONOJHUTEIBHBIM  IMPEUMYLIECTBOM  KOTOPOM  CIYXKHUT CHUKEHHE  aMIUIMTYZbI
OTPULATENILHOTO BHYTPUTPYIHOTO JaBJ€HUs, Oarofaps KOppeKIUH THIIEPKAalTHUU U TUIIOKCEMUH,
TaKXe COoCOOCTBYET CHUKEHHUIO JIaBJICHUS B JIETOYHON apTepuu.

3.5.8. XpoHu4yeckasa TpomMb03ambonnyeckas fneroyHas runepTeH3vns

Xponudeckass TpoMmOoambOonaudeckas JjeroyHas rtumneprensus (XTOJI) xapakrepusyercs
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OOCTPYKTHBHBIM PEMOJICTUPOBAHUEM JIETOYHON apTepuu BCIEACTBHE TPOMOO3IMOOIMM JIETOYHOU
aptepun, conpoBoxaatonumcs pazputuem JII'. CoBokymnHas 3aboneBaemocts X TIJIIT cocraBnser
0,1-9,1% B TedyeHHwe MEpPBBIX 2 JIET TMOCIE SMU30/a CUMITOMHOW TPOMOOIMOOIUU JIETOYHOM
aprepun (TDJIA) [6, 33, 72]. XoTs TOuHAs PacHpPOCTPAHEHHOCTh M E€XeroaHas 3a00JIeBacMOCTh
XTOJII' HewWs3BeCTHBI, HEKOTOPbIE JaHHBIE YKa3blBalOT HAa TO, YTO O3TO 3a00JIEBAaHHE MOXKET
BO3HUKATh Y 5 4eJI0BEK Ha MIJUTHOH HaceneHus B roa [32]. [Ipu auddepeHnnansHOi AHarHOCTHKE
XTOJII' cnenyet UCKIIOYATh PYTHe BOZMOXKHbBIE BApHAHThl OOCTPYKLIMHU JIETOUHOM apTepUu, TaKue
KaK capkoMmMa JIETOYHOM apTepuu, 5SMOONHUS OMYyXOJEeBbIMU KIETKaMH, Hapa3UuTUYECKUe
(9XMHOKOKKO3HBIE KHUCTBI), SMOOJIIMM WHOPOAHBIMH TEJIaMH, BPOXKICHHBIC WM MPUOOPETEHHbIC
CTEHO3bI JISTOYHOU apTepuu.

CBoeBpemeHHast nocraHoBka auarHo3a XTOJI[T 3arpynHuTenbHa, Tak Kak 3HA4YUTENbHOE
yucino cinydaeB X TOJII pa3BuBaeTcs npu OTCYTCTBUU MPEIIECTBYIOIIETO OCcTporo snu3ona TOJIA,
a KIIMHUYECKUE CHUMIITOMBI SIBJISIFOTCS HECHEIU(PUICCKHUMH WIA OTCYTCTBYIOT Ha PAaHHUX CTaJIHSX
XTOJI'. Knuanueckue cumnromsl XTOJIIT moryr Hanomuuate octpyto TOJIA wim WIAI. B
MOCJICTHEM CITy4ae OTEKH U KpOBOXapKaHhe BO3HUKAIOT yaile y nanueHtoB ¢ X TIJII', B To Bpems
Kak oOMopoku uyarie BcTpewaroTcss y mamueHtoB ¢ MJIAI. Jluarno3 XTOJII' ocHOBbIBaeTcs Ha
pe3ynbrarax  oOCIeOBaHWs, TMOJNYYCHHBIX TOCIE 3  MECSIEeB  aIeKBAaTHOW  Teparuu
anTukoarynsutamu. Jlng mocranoBku nuarHoza XTOJIIT HeoOXOAMMBI CIENYIOIIME KPUTEPHUU:
cpenuee JIJIA >= 25 mm pt. cr. u cpennee JI3JIA <= 15 MM pT. CT., HECOTIIaCOBaHHbIE Te()EKTHI
nepdy3un npu cuMHTUTpaduu Jerkux U crneuuduueckue nuarHoctTudeckue mnpuzHaku XTIJIL,
BeisiBisieMble  Ha  MCKT  opraHoB rpyaHOHl  KIETKM C  BHYTPHUBEHHBIM  OOJFOCHBIM
KoHTpacTtupoBanueM, MPT wmin 0ObIYHOM J1erouHOM aHTHOKUHEMATOrpadun, Takue KaK KOJbLIEBbIe
CTCHO3BI, CETCBHJIHBIC/IICICBUIHBIE W3MEHEHUS TPOCBETa COCYAa M XPOHUYECKHE TOTAIBHBIC
OKKJTIO3UH (M3MEHEHHUS B BHJI€ BRIOYXaHMsI WM KIMHOBHIHOTO cyxenus ). Ecnu cpennee [IJIA < 25
MM PT. CT., HO TMPHUCYTCTBYIOT OCTaJbHBIC BBIIICIIEPEUUCICHHbBIE MPU3HAKH, AHUATHOCTUPYETCS
XpoHuueckasi Tpom003mMOonnyeckas 6onesns (XTIB).

B To Bpems kak KOMIbIOTEpHas ToMorpadus OpraHoB I'PYJHOM MOJIOCTH C BHYTPUBEHHBIM
OOJIFOCHBIM KOHTPACTUPOBAHHUEM SIBJISIETCS UCCIIEIOBAaHUEM BBIOOPA B JHarHOCTHKE ocTpoit TOJIA,
IUTaHApHAsl BEHTUJISIUOHHO-TIEp(Y3UOHHAS CIUHTUTpaUs JETKUX OCTAeTCsI OCHOBHBIM METOJIOM
i Bu3yanuzanuu X TOJII, Tak Kak A1 NOCTaHOBKU JTMarHo3a oHa o0J1aJjaeT YyBCTBUTENBHOCTHIO
96-97% u cnemuduunocthio 90-95% [47]. Xors XTOJII u paccmarpuBaeTcsi B paMKax BEHO3HOM
TpoMOOSMOOINH, KiIaccHueckue TpomOodminyeckue (aKTopbl pHCKa MpU ITOH MATOJIOTHU
HEpEeJKO OTCYTCTBYIOT. Tak, MO JAaHHbIM eBporelickoro perucrpa XTOJIIT mpenmectByroiue
smu3oasl TOJIA ynaercs moarBepauth B 74,8% ciydaeB, a TpoM0OO03bl TIyOOKHX BeH — B 56,1%
ciydaeB. XTOJII" vaie pa3BuBaeTcsi y MalueHToB ¢ aHTUGOChomUnuaAHbIM cuaapomMoM (10-15%).
Onnako nepunut anturpombuna III, mporennor C u S, romonucrennemusi, mytanus G20210A B
reHe mpoTpomMOuMHa He yBenuuuBaloT puck passutus XTOJII. [loBTopHBIE BEHO3HBIE
TpOMOO3MOOIMN U BBICOKMM YpoBeHb D-aumepoB mociie OTMEHbl aHTUKOAryJIsSHTHOW Teparnuu
TaKXe HE acCOLMHpOBaHbI ¢ Oojee yacThiM pa3ButeM XTOJII. Bmecre ¢ TeM, rOMO3UIOTHBIE
nonuMop(dHbie BapuaHThl reHa V ¢akropa BcTpewaroTcs yaiie npu XTOJI, wem mpu apyrux
BapHaHTax JIETOYHOU runeprensuu (29% nporus 7,8%).

UBKC sBnsieTcsi BA)KHBIM JTUATHOCTUYECKUM WHCTPYMEHTOM. Y POBEHb MPEAONEPAIMOHHOIO
u mnocneonepannonHoro JICC  sBisercs MapkepoM  JIOJITOCPOYHOTO  TporHoza  [272].
3aKIIFOYUTETLHBIM ATaroM JIMarHOCTUYECKOTO npouecca SBJISICTCS CEJIEKTUBHAS
anruonynbMoHorpadus. OHa BBISBISET KOJBIEBUAHBIE CTEHO3bI, CETEBHJHBIC U IIEJICBUIHBIE
W3MEHEHUS MPOCBETAa COCYI0B, U3MEHEHUSI MEIIOTYATOI0 TUIIA, HEPETYJISIPHOCTh CTEHKH COCYJIOB U
MOJIHYIO OOCTPYKIIMIO apTepuu, KolulaTepalid OpOHXMATbHBIX apTepHii, a TaKKe IOMOTaeT B
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TEXHUYECKOH OLIEHKE orepadellbHOCTH OOJBHOTO. ANTOpUTM  OOCIeAOBaHHUS OOJBHOTO ¢
nono3perneM Ha XTOJII/XTOb npeacrasnen Ha pucynke 3 (Ilpunoxenue b).

OcHoBabIM MeTonoM JiedeHuss XTOJIIT cumtaercss TPOMOIHIAPTEPIKTOMHESI W3 JIETOYHON
apTepuu, CMEPTHOCTh MPU KOTOPOI B KPYIHBIX €BPOMEMCKUX IIeHTpax cocTaBiser <= 3,5% [6, 33,
72, 273, 274, 275]. Pemenue 00  omepaOenbHOCTH  OOJBHOTO  TPUHUMAETCS
MYyJbTUAUCIUILIMHAPHON KOoMaHnol. bonbHOIl mpu3HaeTcs HeomepadenbHBIM, €ClId IMOA00HOE
pelIeHHe BBIHOCUTCS KaK MHHMMYM 2 HE3aBHCUMBIMU SKCIEPTHBIMU LEeHTpamMu. OOummu
KPUTEPUIMH O0TOOpA JJIsi XUPYPTUUECKOTO JICYEHUS CIIYKUT XUPYpPrUdecKas TOCTYITHOCTh TPOMOOB
B OCHOBHBIX, TOJICBBIX MJI CETMEHTAPHBIX JIETOYHBIX apTepusx. Bo3pacT mauueHTa cam o cebe He
SBJISIETCS] IPOTUBOIIOKA3aHUEM K OIEPATUBHOMY JIEUEHUIO, TaK ke Kak 1 BennunHa JICC u Hanuuue
TUCQYHKIIMM TMPABOTO JKENyN0YKa. B OTIMYME OT XUPYPrHuecKOo SMOOIPKTOMHUU TPH OCTPOU
TOJIA, neuenne XTOJII' Tpebyer OwmmarepadbHON SHIAPTEPIKTOMHHM C JOCTYIIOM Yepe3
MeIUaNbHBIA CII0H JlerouHoi aprepun. Onepanus BHIIOIHAETCS B YCIOBHIX TTTyOOKOH TMIIOTEPMUU
U OCTaHOBKHU KpoBooOpaieHus. [locieonepannonusiii penepdy3noHHbIA OTEK MOKET NOTpeOOBaTh
npoBeJeHus BeHoapTepuanbHoii OKMO.

- Pexomennmyercss 0OCyKIACHHE BO3MOXHOCTH BBITIOJHEHUS TPOMOIHAAPTEPIKTOMHUH W3
JICTOYHON apTepuH MYJBTUIUCIUIUIMHAPHOW KOMAaHJOH Kak MHHAMYM 2 HE3aBHCHUMBIMU
9KCIIEPTHBIMU [IEHTPaMU ISl BCEX MalueHToB ¢ gokymeHtupoBanHoud XTIJIL [6, 33, 72, 273, 274,
275].

-EOKIC (YA 5VYVYPC)

- PexomeHyercss mpueM aHTHUKOAryJasSHTOB HENPSAMBIX (aHTaroHuctoB Butamuna K), maxke
1I0CJIC BBITIOJHEHUSI TPOMOHIAPTEPIKTOMHH U3 JIETOYHOM apTepuu BceM nanuentam ¢ XTI s
npoGHIAKTUKH PEIUINBA OCTPOH TPOoMO03IMOO MK JIerouHoi aptepuu [6, 33, 72].

-EOK IC (YJIJI 5 VYP C)

Hanuuue anrvonmatum u npexanwuisipubli  xapakrep JIIT mpu XTOJIIT oTkpbsiBaeT
BO3MOXXHOCTH JUI IPUMEHEHHUs Cenn(pUIecKoil Tepaluy aHTMIepTeH3UBHBIMU TpenapaTaMy JJs
neuenuss JIAI. JlanHasg Tepanmuss MoXeT ObITh ONpaBAaHa Yy NALUEHTOB, NPU3HAHHBIX
HeomnepabeabHbIMH, a TAK)KE y MALMEHTOB C MEPCUCTHPYIOLIEH WIN peluIUBUPYIOLIEH JIero4HOi
TUIepTeH31el ociae TpPOMOIHAAPTEPIKTOMUY U3 JIETOYHOW apTepuH.

- He pexkomenayercs TmNpUMEHATH CHEHU(PUYECKYI0O TEpamuil AaHTHIIEPTEH3UBHBIMU
npenapatamu g jedeHuss JIAI' y onepaGenbHBIX MAlMEHTOB C TSKEIBIMH HapyIIEHUSMU
TeMOJMHAMHUKM B KadecTBe '"MoOCTa" Tmepea BBITOJHEHHEM TPOMOSHAAPTEPIKTOMHUH H3-3a
OTCYTCTBUS JI0Ka3aTesIbHOU 0a3bl ee appekTuBHOCTH [72].

- EOK et (YJ1 5 YVP C)

ITo pesynbratam uccinenoanuss CHEST-1,2 Ttepanus puouuryarom™** y 261 mamuenra c
HeonepabensHoit XTOJII™ unu nepcuctupyromeit/peuuauupytomeid XTIJII B Teuenue 16 Henenpb
Tepanuu npuBomwia K yBenuueHutro TOH u ynyumenutro mapamerpoB remoguHamuku MKK,
BKJIrOuas u camxenue JICC [277].

- Pexomenayercsi Ha3HaueHUEe pUoLUTyaTa** manueHTaM C HeornepadelbHOW/pe3uayaabHON
XTOJI pnga  ynydmeHUs TNEepEeHOCHMMOCTH (PU3MYECKMX Harpy30K M TeMOJWHAMHUYECKHX
nokasaresnei [6, 33, 72, 277].

-EOKIC (YA 2VYYPA)

HoBeiM HampaBnenuem B nedenun manueHToB ¢ XTOJI[ sBisiercs kaTeTepHas OalljlOHHAs
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anruoriactuka yerounoit aprepuu (BAITJIA). Ot6op manumentoB Ha BAIUIA ocymecTtBusercs
TOJIBKO TIOCJI€ MPHUHSTHSI PEIICHUS O HEBO3MO>KHOCTU BBIMOJIHEHUS TPOMOIHIAPTEPIKTOMHUH U3
JICTOYHOW apTepUH MUHUMYM B JIBYX 3KCIEPTHBIX IIEHTpaX JIErOYHOW TunepreHsu [6, 33, 72, 278].
Meronuka BeimosiHeHHs BAITJIA mpu XTOJII crnoxkHa, TpeOyeT HaBbIKa W XOPOIIETO 3HAHUS
aHatoMuu u remoanHamMuku MKK, mo3tomy noikHa BBITOJIHATHCSA TOJIBKO B LIEHTPAX, UMEIOLIUX
OOJIBIION ONBIT 110 BeAESHUIO nanueHToB ¢ X TOJII.

- PexomMeHIOBaHO pPaccMOTPETh BO3MOXKHOCTH BBINOJHEHHS OAaUIOHHON aHTHOIIACTUKH
JETOYHOW apTepuH B Ka4eCTBE AIBTEPHATUBHOIO METOAA JICYEHUS] HEOIepaOelbHBIX OOJBHBIX C
XTOJII st ynydimenus ux nporuosa [6, 33, 72, 278].

- EOK IIbC (VA 5 YYP C)

AnroputMm neuenust XTOJII" npencrasnen Ha pucynke 4 ([Ipunoxenue b).

3.5.9. OcobGeHHOCTU BeAeHMsA NauMeHTOK AEeTOPOAHOro Bo3pacTta C Jlero4yHowm
rmnepTeH3nen

JII' accounupoBaHa C BBICOKHM YPOBHEM MAaTEPHHCKOM M IEPUHATAIBHOM JIETaIbHOCTH. Bo
BpeMsi OEpeMEHHOCTM B OpraHU3Me >KCHIIWHBI IMPOUCXOIAT CYUIECTBEHHbIC aJaNTalliOHHbBIE
W3MCHCHUS: O0O0pa30BaBIIUICS TUIOJOBO-TUTANICHTAPHBIA KOMIUIEKC TIPEICTaBIIICT COOOH Tak
Ha3bIBaEMbIA "TpeTHil Kpyr KpoBooOpalieHus", M €ro BKJIIOYEHHE NPUBOAUT HE TOJBKO K
MOBBIIICHUIO MACCHI TeJla, HO ¥ K HapacTaHUIO 4acTOThI cepaeunbix cokpamenuit (UCC), a Takxe Kk
3HauutenbHoMy (ot 30 mo 50%) yBenmuyeHHMIO KaK CEepIAeYHOro BbIOpoca, Tak U o0Obema
HUpPKyIupytoune kpoBu (¢pusnonoruueckas runepposneMus). Co CTOPOHBI CHUCTEMBI JbIXaHUS
OTMEUAeTCsl YBEIMUYEHUE [IbIXaTeNIbHOTO OO0BbEMa JErKHX, KOTOPBIH K KOHIy TeCTal[MOHHOTO
nepuona Bo3pacraet Ha 30-40%, a yactora npixanus yBenuuuBaetcs Ha 10%. Y xenmun ¢ JII' atu
U3MEHEHUsT MOTYT NPHUBECTH K KIMHUYECKOW JekoMiieHcauuu. Cam mpouecc AUarHOCTUKH U
nedenus JII' B mepuon GepeMEHHOCTH NPECTABISET OIpeieleHHbIe TPYJHOCTH, CBSI3aHHBIE HE
TOJIbKO C OTpaHUYEHUEM JMArHOCTHYECKUX BO3MOXHOCTEH, HO M C BBIOOPOM MEIUKAMEHTO3HOU
Tepanuu. B HacTosiee BpeMsi B MUPE OTCYTCTBYIOT €MHbBIE COITIACOBAHHBIE MOAXO0/bI K BEIEHUIO
6epemennbix ¢ JII', BcieacTBUE HAIMUUS STHUECKUX ACMEKTOB MPOOIEeMbl MPOBEAECHUS KPYIHBIX
PaHAOMU3HPOBAHHBIX I1a11€00-KOHTPOIUPYEMBIX MHOTOIIEHTPOBBIX KIMHUYECKUX HCCIIEI0BaHUM,
U BCE JJOCTYITHbIE PEKOMEHIAIIMHN HOCST B OCHOBHOM YPOBEHb JI0Ka3aTelbHOCTH C, OCHOBBIBAsICh Ha
OTIBITE 3KCIEPTOB U OT/AEIbHBIX LIEHTPOB.

- He pexomeHayeTcst 6epeMeHHOCTh MaI[eHTKaM C JICTOYHOM runeprensueii [6, 279, 280].
-EOK IIIB (Y114 YYP C)

- PexomeHayeTcss TpPOBOIUTH CTpaTH(PUKALMIO MATEPUHCKUX PUCKOB BO3HUKHOBEHHUS
CepACYHO-COCYTUCTBIX OClOoXHeHHH mno mkanre mWHO npu ninaHupoBaHuu OepeMEHHOCTH, a
TaKKe MPH HACTYIUICHUH OepeMeHHocTH maiuenTkam ¢ JIT [279, 280].

-EOKIC (Y414 YYP C)

- PexoMeHmyeTcs HMCKYCCTBEHHOE TIIpephIBaHHE OCPEMEHHOCTH B CIllydae HACTYIUICHHS
6epemennoctu [279, 280].

-EOK IC (Y14 YYP C)

Kommenrtapun: CornacHo moauduuupoBaHHOM Kiaccupukamuun BO3 mo oreHke pucka
CEPICUYHO-COCYAUCTBIX OCIIOKHEHUHN I MaTepu U moToMcTBa Oepemennbie ¢ JII' otHOcsTCs Kk IV
KaTerOpUU PUCKa, MPH KOTOpOi OepeMeHHOCTh IMpoTHBOMOKasana [279, 280, 281, 282, 283].
Pe3ynmpTaThl aHamm3a WMCXOIOB OEPEMEHHOCTH W POJOB B KPYIHBIX MEIWUIIMHCKUX I[€HTpax
nokKaszajii, 4To OepeMeHHOCTh Yy »keHIMH ¢ JIAI' mo-mpexHeMy acCOUMHUpPYETCs C BBICOKOU
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MaTEPUHCKON JIETALHOCTBIO — OT 25% 10 56% [284, 285], BEICOKOI 4acTOTOM MPEkKACBPEMEHHBIX
ponoB — 85-100%, cunapoMoMm 3aiepkKku pa3Butus 1wioga B 3-33% ciydaeB, a Takxke THOEIbIo
TUI071a/HOBOPOXKACHHBIX B 7-13% ciywaeB [6, 279]. B cBsizu ¢ stum manuentke ¢ JIAI gomkHO
OBITH MPEAIOKEHO MpepbIBaHUE OEpEMEHHOCTH JH00 AOCPOYHOE poopaspelieHre (B 3aBUCUMOCTH
OT CpoKa Tporpeccupyromeil OepeMeHHocTH). B cimydae oTkasa OT  IpepbhIBaHUS
OepeMEeHHOCTH/IOCPOUHOTO poaopa3pelIeHIs] OepeMeHHOCTh BeeTcs kak oepemenHocTs [II kiacca
(mWHO), T.e. 6epeMEHHOCTh BBICOKOTO PHCKa PAa3BUTHUSA CEPJCUYHO-COCYIUCTHIX OCIIOKHEHHM, B
TOM 4YHclie U (paTaabHBIX, C MPUBJICUYECHUEM MYJIbTUAUCIUILIMHAPHON KOMaHABI B COCTaBe Bpaya-
KapJuoJiora, Bpaya-akyliepa-rHHeKoJIOTa, Bpaya-aHeCTe3n0JIora-peaHuMaTosora, Bpaya-fneanarpa
U CHelHauCTa IO JIETOYHOW THUMEPTEH3UH U POAOpPA3pEUICHHEM B CHEHUATU3UPOBAHHBIX
nepuHataidbHbIX HeHtpax Il ypoBus [280, 282, 286]. B caywae corimacusi ManMeHTKH Ha
npepeiBaHre OEpPEeMEHHOCTH, MEIUIMHCKUN a0opT JOHKeH OBITh BBINOJNHEH A0 22 Heaelb
oepemennoctu. [287, 288]. IlpepriBanue OGepeMeHHOCTH Ha OoJiee MO3JHHX CPOKAX MO PUCKAM
pa3BUTHUS OCJIOXKHEHHM COMOCTaBUMO C PUCKaMH JOCPOYHOIO pojaopaspemieHus Ha 32-34-i Henene
O0epemenHocTy. Hanbosee onTUManbHBIM CPOKOM JUISI IPEPHIBAHUST OEPEMEHHOCTH SIBJISIETCSI CPOK B
10 +/- 3 menmens recramuu [287, 288, 289, 290]. MenukaMEeHTO3HbIE ¥ XUPYPIHYSCKUE METObI
npephiBaHmsl OCPEMEHHOCTH OJWHAKOBO A(P(EKTUBHBI W COMOCTABUMBI 10 YaCTOTEC Pa3BUTHS
Cepbe3HbIX OcnokHeHUW. OJHAKo, MO JaHHBIM JIMTEPATYphI, Yalle MPOBOIATCS XUPYPrUUYECKUE
marumysiun (2,1 mporus 0,6%) [291, 292]. IIponenypa npepbiBaHUs OCPEMEHHOCTH TOJDKHA
MPOBOAMUTHCA B CIEHUAIU3HUPOBAHHOM IIeHTpe. MenuKaMeHTO3HOe MpephiBaHue OepeMEHHOCTH
nenecooOpa3Ho paccMarpuBarh 10 9 Hexenb OEpPeMEHHOCTH C HCIOJNBb30BAHHUEM HHU3KHX J103
muzonpoctoia (100 mr) [280].

- Pexomenayercs mpoBOAWUTH OCMOTpP OEpPEMEHHOW BpavuOM-KapAHOJIOTOM Kaxible 2-4
HEJleNH, a TIpU HEOOXOJUMOCTH — €KEHENENbHO (B TPETbeM TPUMECTpe OEpEeMEHHOCTH B Cllydae
npoJioHTaIuu 6epeMerHoctH) [287, 288].

- EOK mer (YA 5 VYP C)

KommenTapuu: [Ipu nepBuunomM oOpamienun 6epemennoit ¢ JIAI' npoBoautcst pusukaibHOe
oOciieZloBaHUe, OIIEHKAa TOJIEPAHTHOCTH K (DU3MYECKOM Harpyske, mynbcokcumerpus, OxoKI' ¢
MPUIETHHON OIEHKOM (DYHKIIMM TpaBOro >Kelyaouka u onpeaenenue ypoBHs NT-proBNP B
CBIBOPOTKE KpOBH s cTpaTudukanuu pucka JIAT. B ciyuae Huskoro pucka (PK I-1I) nanuentkn
c JIAT B I tpumecTtpe ocmatpuBarotcst He pexe 1 pasa B Mmecau. Bo II tpumectpe kparHOCTB
BU3UTOB MALIMEHTKH MOXET ObITh yBenuueHa 10 | pa3za B 2 Henenu. B kaxawlif BU3UT, Hapsay C
ocMmoTpoM, cienyer BbIONHATE OXOKI', TILX, onenuBates ypoBeHb NT-proBNP u nanHbie
nyiabcokcumerpun. B 11l Tpumectpe gaxke npu 61aronpusiTHOM T€YEHUH OEPEMEHHOCTH M HU3KOM
OK JIAT (I-II) moka3aHa TuTaHOBash TOCHUTAIM3ALMSA B CIEUATU3UPOBAHHBIA TEpUHATATBHBIN
LEHTP, HMEIOIIMI ONBIT JAWAarHOCTUKM U JiedeHus JII, B CBSA3M C BBICOKMM PHCKOM
IPEX/IeBPEMEHHBIX POJIOB U T€MOIMHAMHUYECKUX HapYILIEHHH, a TaKkKe AJ1s Bepu(UKalul CPOKOB U
crocoba pojopaszpelieHus, anecreznonornueckoro nocodus. [lanuentku c JIAT III-IV ©K (BO3)
JIOJDKHBI HAOIOAAThCS B YCIOBHSX CTallMOHApa Bech nepuoj 6epemeHHoctu ¢ DxoKI -koHTpoaem
He pexe | pasa B 4 Hexenn WiIM NPU M3MEHEHHH KIMHAYECKOW KapTuHbl. [Ipu mnosBieHnn
npu3HakoB yxyamenus teueHus JIAIT Ha moOoM cpoke OepeMeHHOCTH (HapacTaHue OMBIIIKH,
MOSIBJICHHE CHMIITOMOB AUCQYHKIMHM MPAaBOrO JKETYJOYKa, TUIIOKCEMHH, HaApYIICHUH pUTMA,
TOJIOBOKPY)KEHUH WM CHUHKONAJIBHBIX COCTOSHUI) ITOKa3aHa TOCIHUTAIM3alMs NAlUEHTKH B
crieran3npoBanHbIi entp [280, 282, 292].

- Pexomenayercst mpoBeieHue 3Xokapauorpaduu Bo BpeMsi O€peMEHHOCTH Kaxjple 4-6

HeJieNb 00 MPpH yXy/IIIEHHH COCTOSTHUS MaruenTky [6, 279, 280, 282, 292].
-EOKIC (Y14 YYPC)

66 13 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgaumm — JlerovHas runepTeHsns, B TOM Yucne XpoHudeckas Tpomboambonuyeckas nerovyHas runepTeHsns —
2020 (03.06.2021) — Y1BepxaeHbl MuHsapasom PO

- PexoMeHnayercsi paccMOTpPETh BO3MOXHOCTh TMPOBEACHUS YPE3BEHO3HON KaTeTepu3alluu
cepana 6epemeHHBIM ¢ JII' ¢ AMarHOCTUYECKOH LENTBIO TOJIBKO MO CTpOTruM TokazanusMm [ 280, 287,
288].

- EOK IIbC (YA 5 YYP C)

- PexomeHTyeTcsl BBITIOJNHEHUE YPECTHIIEBOIHON 3X0oKapauorpaduu 6epemernniM ¢ JIIT s
uckmouenuss BIIC B cioydyae HeonTUMaldbHOW  BHU3Yyalu3alldd MOpPH  TPAHCTOPAKAIbHOU
sxokapauorpaduu [6, 280, 287, 288].

-EOK IC (Y 5 YYP C)

- PexomeHyeTcsl BBINOJIHAT KOMIBIOTEPHYIO TOMOTpa(dui0 OpPraHOB TPYIAHOM IOJIOCTH C
BHYTPUBEHHBIM OOJIFOCHBIM KOHTPACTUPOBAHUEM TOJIBKO IO KU3HEHHBIM IMOKA3aHUIM, B TOM YHCIIe
Y [IPH TIOZ03PEHUH Ha OCTPYIO TpoMO0IMOOIHIO JerouHoii aprepuu [6, 280, 287, 288].

- EOK IIbC (Y1 5 YYP C)

Kommenrtapuu: [Ipeanourenue asa ucnosib3oBanus otaaeTcsa KT ¢ HU3KUM ypOBHEM JTy4€BOM
Harpy3ku (0,01-0,66 mI'p) [280, 293, 294].

- PexomeHTyeTcst IPOIOIIKUTH CIICU(PUUYSCKYIO TEPAITUIO aHTHIICPTESH3WBHBIMHY IpenapaTaMu
s siedenus: JIAD Bo Bpemsi OEpEMEHHOCTH MAlMEHTKaM, TOJYYaBIIMM €€ 0 OEPEeMEHHOCTH, C
3aMEHOH JICKQpCTBEHHBIX IMPEMapaToB, OOJAJAOIIUX TOTESHIUAIBHBIM TEPATOTEHHBIM U
SMOPHOTOKCHYECKUM JIciicTBHEM, Ha Ooltee Gezomacusie [6, 280, 287, 288].

- EOK ITIaC (YA 5 YYP C)

- PexomeHayercss UMHMLIMUPOBaTh CHEUU(UYECKYIO TEPallUI0  AHTMIIEPTEH3UBHBIMU
npenapatamu i sedenns JIAIT Bo BpeMsi OEpEMEHHOCTH NAalMEHTKaM, HE TOIYyYaBIIMM €€ JI0
OEpeMEHHOCTH, C Y4YeTOM IOTEHLUHAIbHBIX TEPATOICHHBIX M 3MOPHUOTOKCHYECKHX 3(PPEeKTOB
npenapatos [6, 280, 287, 288].

- EOK ITaC (Y 5 YVYP C)

KommenTapun: OOveM crnenuduueckoid Ttepanuu (MOHOTepamnus Wi KOMOMHUpPOBaHHas
Tepanus) ONpeAeNseTcs Ha OCHOBaHMHU cTpaTtudukanuu pucka serambHoctu [10]. B kauectse
npernapara nepBoil JIMHUM 4acTO UCHOJb3YeTCsl cuiiieHagui B crapToBoi go3e 20 mr 3 pasa/cyrT.
Ha3naueHne HMHTaJsIUOHHOTO MJIONPOCTa BO BpeMsl OEPEeMEHHOCTH W MOCJe POJOB MOKa3aHO
naiuentkam c¢ II-IV ©K (BO3). B noarpynmne mainueHTOB ¢ MOJOKUTEIBHBIM Ba30pEaKTUBHBIM
TECTOM HEO0XOJUMO MPOJODKUTh WIM HMHUIMHMPOBATH TEPaNUio OJIOKaTOpaMu "MeJIeHHBIX"
KaJIbIIMEBBIX KaHasoB [6, 266, 280, 282].

- He pexomenayercs HazHauate OPA OepeMeHHBIM WM IJIAHUPYIOUIMM OEpeMEHHOCTh
narnueHTkam ¢ JIAT B cBSI3M ¢ TepaTOreHHBIM U SMOPHOTOKCUYECKUM JAercTBHEM rnperapatoB [ 280,
287, 288, 295, 296].

- EOK IIIC (YA 5 YYP C)

- PexoMenpayercsi paccMOTpeTb BO3MOXKHOCTh HazHaueHHs (ypocemuaa™* misg KoppeKuuu
MIPaBOXKEITYI0UYKOBOI CEepICYHOM HEIOCTATOUHOCTH BO BpeMst OepemenHoctu [280, 282].

- EOK IIbC (Y 5 YYP C)

Kommenrtapun: He pekoMeHAOBaHO pPYTMHHOE Ha3HAU€HHE MOYETOHHOW Tepamuu Yy
OepeMeHHBIX. B cirydae HEOOXOAMMOCTH — HCIIONIb30BATh METIEBBIE TUYPETUKH C OCTOPOKHOCTHIO
B CBS3M C ONACHOCTHIO OOEIHEHHs IJI0J0BO-IUIAIIEHTAPHOTO KPOBOTOKA, M MOJ JUHAMHUYECKUM
KOHTPOJIEM COCTOSIHHS TUTOJIA.

- He pexomenmyercsi Ha3HayaTh CHUPOHONAKTOH** BO BpeMs OEpEMEHHOCTH B CBS3H C
BBICOKUM PUCKOM (heMHHHM3AINK HOBOPOKICHHBIX Mykckoro mosa [280, 289, 292].
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- EOK IIIC (YU 5 YVP C)

- PexkomennoBana Koppekius eduimTa jkelie3a BO BpeMsi OEpPEeMEHHOCTH B CBSI3U C
HETaTUBHBIM BIIMSIHUEM Ha IPOIecChl pemoaenupoBanus cocynoB MKK [280].

- BOK mer (V15 YVP C)

- Pexomennayercs ormena Bapdapuna** GepemenusiM ¢ JIAIL, moay4aBIIMX aHTUKOATYJISIHT
HemnpsiMoi (aHTaroHUCT BHTamMuHa K) 10 OepemeHHOCTH, H3-3a 3MOpPHO- U (PETOTOKCHUYECKUX
¢ dexToB mpemnapara (cpa3dy Mocie MOATBEPKICHHUS COCTOSHUS OEpeMEHHOCTH) W WHUIMALUS
TEpanuy TelapruHaMu B TEPANeBTUYECKHUX J103aX (B pacdeTe Ha Bec 10 OEPEMEHHOCTH), KOTOpas
JI0JDKHA OBITH TIPOIOJDKCHA B TCUCHHE Beel Oepemennoctu [156, 280, 295].

- EOK IIaC (YA 5 YYP C)

- Pekomennyercs mnpomomkuth OepemenHbiM ¢ XTOJIIT Tepanuio remapuHamMu B
TEpaneBTUYECKUX J03aX B pacuere Ha Bec N0 OEpEeMEHHOCTH B T€YCHHE BCEel OEpeMEHHOCTH WM
WHULIMUPOBATH €€, B CJIy4ae €CJIM aHTUKOAryJSIHTHAsI Teparnusi He MPOBOJIMIACH 10 OEPEeMEHHOCTH
[280, 297].

-EOK I C (YA 5VYYPC)

- PekoMeHI0BaHa IMOBTOpHAs OIlEHKA IMOKAa3aHWM K HA3HAYCHHIO MPO(PMIAKTUYECKHX 103
rerapuHoOB B TeueHHe Bcel OepemeHHOCTH TeM OepeMeHHBIM ¢ JIAD, KOTOphIe HE mMONTydau
AQHTHUKOATYJITHTHYIO Teparuio 10 6epemenHoctH, [6, 280, 292, 297, 298].

-EOKIIb C (V113 YVP B)

- PexomenoBano Bcem OepemeHHbIM ¢ JIAIL', He MONy4aBIIMM aHTHKOATYJISHTHYIO TE€PAIHIO
JI0 ¥ BO BpeMsi OEpeMEHHOCTHM, MHMLIMMPOBATh AHTUKOArYJISHTHYIO Tepanuio renapuHamu B III
TpuMecTpe OEpEMEHHOCTH B MPO(UIAKTHYECKUX J03aX (IIPU OTCYTCTBUU MOKa3aHUU K JIeUEOHBIM
no3am) [6, 280, 292, 297, 298].

-EOK IIb C (Y4 3 VYP B)

- He pexomenayercss IpOBOAUTE TEPANUIO MPSIMBIMA AHTHKOATYJISIHTAMU ISl IEPOPATIBHOTO
npuema y OepemenHbix namueHTok ¢ JIAI' m XTOJII' B cBs3u ¢ OTCYTCTBHEM [JaHHBIX 00
3¢ dekTuBHOCTH U Oe30macHOCTH ITHX mpenapatos [280, 292].

- EOK IIIC (YA 5 YYP C)

- Pekomennyercs momaBiATh JakTanuio manveHTok ¢ JIAIT mocime ponmopaspermeHus st
CHIDKEHUS PHCKA pa3BUTHS HeOmaronpusTHeIx coobiTuii [280, 292, 299, 300].

- EOK IIaC (YA 5 YVYP C)

Kommenrtapun: Kopmienue rpyapio — metabonudecku 3aTpaTHblil npouecc. Kpome toro, B
1ociIepoAoBOM nepuoze nauueHTtku ¢ JIAIT HyxaaroTcst B paHHEH ONTHUMM3AIUN CHelUPpUIecKon
TEpauy IMpenaparaMy, SKCKPETUPYIOLIMMUCS € TPYAHBIM MOJOKOM. JlakTanuio mnomaBislOT ¢
MOMOIIIBIO CTaHAApPTHBIX 103 kabOepromuHa (0,25 mr kaxnaele 12 4 B TeueHue 2 AHEH) WU
OpoMokpunThHa (2,5 Mr' B JIeHb POJIOpa3pelIeH s, a 3aTeM 2,5 MT JBa pasza B JIeHb B TeueHue 14
JHel), eciu kabeproymH HenoctyreH [280, 299, 300].

- He pexomeHtyeTcs MCmosib30BaTh OOIIYI0 aHECTE3UIO MPHU ONEPATUBHOM POAOPa3pelIeHUN
narueHTok ¢ JIAT B CBsI3M ¢ TeM, 4TO O0Ias aHeCTe3Wsl y ITUX MAalMEHTOK SIBISETCS OJHUM W3
(bakTOpOB pHiCKa MaTepHHCKOM JeTansHoCTH [6, 280, 282, 285, 292, 301].

- EOK IIIC (Y4 5 YYP C)

- Pexomennyercs ompeaenarth IUIaH — pojopaspemieHus  OepemeHHbix ¢ JIAT
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MYJIbTUANCIUILTAHAPHON KOMaHIO0H, BKIIOYasl OIEHKY OPUEHTUPOBOYHOTO ONTHMAIILHOTO CPOKa U
crocoba poaopaspeleHus, a TakkKe IJIaH BeICHHs] MOCIEpOAOBOro mepuoia (HEoOXOAMMOCTh
MEXaHUYECKOW MOJICPKKH, TIpeObIBaHNE B MajaTe MHTCHCHBHOM Tepanun) [280, 292].

-EOK IC (Y 5 YYP C)

Kommenrtapun: Octaercsi IUCKyTaOeIbHBIM BOINPOC CPOKOB M croco0a pojaopasperieHus.
[IpennouTuTeNnbHBIM CIIOCOOOM POJOpA3pEIICHUs SBISIOTCS POJAbI UYepe3 €CTECTBEHHBIE POIOBHIE
MyTH, AacCOIMUPOBAHHBIE C MEHBIIMMH PHCKAMU TIeMOpPPArudecKuX, WHPEKIUOHHBIX U
TPOMOOSMOONMYECKIX OCIIOKHEHUH, a Takke C MEHee pPEe3KMMH T'eMOJUHAMHUYECKHUMHU
W3MCHCHUSMHU [0 CPAaBHEHUIO C KecapeBbM cedeHueM. C JApyroil CTOPOHBI, OOJBITHHCTBO
AKCIIEPTOB CKJIOHSAETCS K ToMy, 4uTo nauueHTok ¢ JIAT' III @K u BeIme cieayer pogopaspeniaTh
OTIEPATUBHBIM MTyTEM C MOHHUTOPHPOBAHUEM IaPaMETPOB I[EHTPATBHOW TeMOJMHAMUKH H Ta30BOTO
cocraBa kpoBu [295, 302, 303]. Bo MHOrmX cCHenHaJu3UpPOBAHHBIX IICHTPAX PEKOMEHIYETCS
MPOBOJIUTH POJOPA3pPEIICHUE JOCPOUYHO B cpoku 34-36 Hexenb OEPEeMEHHOCTH, MPU HTOM
MUHHUMAJIbHBIA PEKOMEHAYEMBIN CpOK pojopaspemeHuss — 32 HeAelId, MaKCUMaJIbHBIA (TIpH
YCJIIOBUM HOPMAJbHO TMPOTEKAromell OEpeMEHHOCTH M TeMOJUHAMUYECKONW CTa0MIBHOCTH
narnuentku) — 37-38 uenens [287, 295].

- B mnocneponoBom mnepuone pexkoMmeHayercs npuMeHeHMe NO WM MHTAISIUOHHOIO
unonpocra [303, 304].
- EOK wer (Y14 YYP C)

KOHTpaHeHHI/Iﬂ U TOPMOHO3aMCECTUTCIIbHAA TCpallnuAg

- PexoMeHyeTcss KOHCYNIbTAIMsI Bpada-KapAuoJiora U Bpaya-THHEKOJIOTa B IIEHTPE C OMBITOM
BesieHns OepemeHHbIX ¢ JIAIT s mombopa ONTHMMAaiNbHOTO METO/a KOHTPALEHIUU C Y4ETOM
BBICOKOTO pHCKa MpPOTPECCHpPOBaHUS 3a0ojeBaHus Ha (oHe OEpeMEHHOCTH Yy MAaIUeHTOK
neropoaHoro Bospacra [280, 284, 288, 302, 305].

-EOKIC (Y14 YYP C)

- He pekoMenyeTcs Ha3HaUaTh ICTPOTEH-COJIEpIKAINe KOHTPAIICIITUBEI NarueHTkam ¢ JIAT
u XTDJI[' B cBSI3U ¢ BBICOKUM PUCKOM TPOMOOIMOOIMYECKHX OCIoxHeHn [282, 287, 292, 306,
307, 308, 309, 310].

- EOK IIIC (YJIJ1 2 YYP B)

- PexomeHnnyercs coderaHue ABYX METOJOB KOHTpALENLUMM JUIsl JTOCTHIKEHUS HaJEKHOTO
KOHTparentuBHoro 3dekra y maruentok ¢ JIAT [280, 311].

- EOK mer (YA 5 VYP C)

KomMmenTapun: Meron KoHTpauenuuu o0CyXJIaloT B MHJIWBUIYaIbHOM IOPSJIKE C YYETOM
conyrcTBytomeil naronoruu. boneusle JIAI u XTOJII' crpatudunmpyrores kak IV rpynma pucka
MaTepuHCcKo# seranbHocTd (BO3), npu koTopoit 6epeMeHHOCTh MpoTHBOIOKa3aHa. [loatomy ams
HUX PEKOMEH]IyeTCsl MCIOJIb30BaTh METO/bI KOHTpALENIUU ¢ ypoBHEM HedddexTuBHOCTH < 1%.
CroZla OTHOCATCS CTEPHIM3AlUs MYKYHHBI/KCHIIMHBI [287] W BHYTpHUMAaTOYHBIC YCTPOWCTBA.
Bropas rpynna KoHTpauenTuBoB (TOpMOHOCOAEpKaIlie TaOIeTUPOBAHHbIE MpenapaThl, UHbEKIINH,
wiacTeipu) HedpdekTuBHa B 6-12% ciiyuaeB M HE PEKOMEHIYeTCsl B KauecTBE €AMHCTBEHHOTO
merona Koutpaneniuu [305]. TlepopanbHbie KOHTPALEHTHUBBI, COACPKAIIUE TMPOreCTEPOH
(MenpokcHunporecTepoH**, sToHOTrEeCcTpen), 00mamaroT S(H(PEKTUBHBIM ACHCTBHEM U JUIICHBI
MHOTUX TMOOOYHBIX 3(PQEKTOB, MPUCYLHIUX OSCTPOreH-COAEPKAIIUM IIpernapaTaM MpeaAbIIyLIX
nokosienuit [6, 309], HO mpu WX Ha3HAUYEHUM HEOOXOAWMO YUYUTHIBATh, YTO 3()(HEKTUBHOCTH
KOHTpAIENIIud CHWXKaeTcss Ha ¢GoHe mpuema Oo3eHTaHa**. BHyTpuMaToyHBIE YCTpOWCTBA C
MEJIEHHBIM BBICBOOOXKICHHEM JIEBOHOpPrecTpena SABIIAIOTCS COBPEMEHHBIM "
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BBICOKOA()(heKTHBHBIM cpencTBOM. OIIHAKO CYIIECTBYET BEPOSTHOCTh PA3BUTHUSL Ba30BaraibHBIX
peaKkuuii Mpyu UX UMIUIAaHTAUUK Y nanueHTok ¢ JIAI'. B cBA3M ¢ 3TUM naHHas mnpoueaypa J0JxKHa
BBITIOJTHATHCS B CTAIIMOHAPHBIX YCIOBHSIX, OCOOCHHO Yy MAIMEHTOK ¢ ¢usnonorueii MonTeHa u
OiizenMenrepa. Takke HEOOXOIWMO YYUTHIBATh PHCKA BO3HHKHOBEHUS HH(QEKIIMOHHBIX
OCJIOKHEHHUH BO Bpems umiuiaHtaiuu cucrembl [306]. BapwepHbie Merombl Oe30macHbI s
HaIMEeHTOK, HO HE JAl0T HaJCKHOM rapaHTHH OT HAacTyIuleHus oepemennoctu [280, 287, 288, 292].
[IpumeHeHre KOMOWHAIIMM TECTareHOB W OCTPOTCHOB MOXET OOCYXKAaThCs Y MAIMCHTOK,
NPUHUMAOIINX aHTHKOATyJISHTHBIE mpenaparsl [282, 287, 292, 306, 307, 308, 309, 310].

DKCTpEeHHasi KOHTpalenus

- PekoMeHI0BaHO B Ka4eCTBE DKCTPEHHON KOHTPALEIIHH HCIO0Ib30BaTh OJHOKPATHYIO 03y
JeBoHoprecTpena 1,5 Mr B TedeHHe 72 4 MOCIC HE3ANIUINEHHOTO CEKCa HIJIM TOPMOHAIbHBIN
KOHTPAIIENITUB 11 CHCTEMHOTO MPUMEHEHUS YIUIIPUCTAN, TIOKAa3aBIINKA OOJBIIYIO 3P PEKTHBHOCTH
B CpaBHEHHH C JieBoHOprecTpenom [312, 313, 314, 315].

- EOK wer (Y1 1 YVP B)

4. Peabunurtauua

B 2017 romy N. R. Morris ¢ coaBTtopamu mnpoBenu wmeraaHamu3 6 PKU u 5
HeKoHTposnpyeMbiX KW, MOCBALIEHHBIX BIUSHUIO (U3NYECKOW peadmiuTanuu Ha (U3HYECKYIO
paboTOCIIOCOOHOCTh U KadyecTBO kH3HU mnanueHTtoB ¢ JIAI. B OGonbmumHCTBE cityyaeB moadop
peadMIUTAIIMOHHON MPOrPaMMBbI OCYIIECTBIISIUICS B YCIOBHAX CTAIlMOHApa, 4TO, O€3YCIOBHO, OBLIO
3ajorom ee OezomacHoctu. [Iporpammsl ¢usznueckol peaOWIMTALMM MOIVIM BKJIIOYATh a’3pOOHBIE
¢usnuyecKkue Harpy3kH, CUJIOBbIE HArpy3KH, JbIXaTelIbHYI0 TMMHACTHUKY M JJIEMEHTHl HOrH.
Peanuzanus nporpamMm ¢pu3nueckoil peaOuMiaMTany 1MO3BOJMIA HE TOJIBKO YBEIUYUTh JUCTAHLHIO
npoxoxaeaus B THIX B cpeanem Ha 60 M, mukoBoe morpebienue kuciuopona (mukVO2) Ha 2,4
MJI/KI/MUH, HO ¥ YJIYUYIIUTh MOKA3aTeIN KauecTBa KU3HU [0 CPABHEHUIO C KOHTPOJIBHOM IpymIoil
[135]. Hawnyumme pe3ynabTaThl OBUIM JOCTHTHYTBI B KIMHUYECKUX HCCIICAOBAHUAX TPH
IIPOBEJCHUN TPEHMPOBOUYHBIX IMpOrpamMMm 5 pa3 B HENENI0, B TE€YEHHE 2 4YacoB B JIEHb, IpHU
COUYETaHUM a’POOHBIX HArpy30K Ha BEJIOIPTOMETPE WM TPEAMUIIE HAa BBIHOCIMBOCTH, CHJIOBBIX
TPEHUPOBOK C HCIIOJIB30BAHMEM MAJIOTO BeCa M YNPAKHEHUHN NI JbIXaTeIbHOW MYCKYJIaTypbl
[136]. B mpocnexktuBaom PKM N. Ehlken ¢ coaBropamm (2016) B KadecTBe BTOPHYHBIX TOYEK
OLICHMBAJIOCh BJIMSHUE TPEHHUPOBOK Ha IIOKAa3aTeNM T€MOAMHAMUKHM y mnanueHtoB ¢ JIAI' u
HeonepabdensHoit XTOJII'. [IponemonctpupoBano ysenudenue CU Ha 6,5%, CHUXKEHUE CPETHETrO
JUIA na 16,1% u JICC Ha 34,5% mo cpaBHEHHIO C KOHTpOJbHOH rpymnmoii [137]. PazHooOpa3ue
UCIIOJIb3YEMBIX TPEHUPOBOYHBIX CXEM M OTCYTCTBHE METOJIOJIOTMM KOHTpPOJISI HE IO3BOJISET
BbIpa0OTaTh OCHOBHBIE PUHLHUIIBI U POTOKOJ (PU3NYECKON peabuinuTanuu aas nanueHTos ¢ JIAT.
Tem He meHee, ¢ yueToMm nposeneHHoro PKU, nokazasmiero no3suTMBHOE BIMSHHUE TPEHUPOBOK Ha
nmapaMeTpsl TeMOJWHAMHKH, a TakKKe JaHHbIX MeraaHanu3oB [138, 139, 140] ma KenpHCKOM
KoHceHcyce okcreproB JIAIT 2018 roma BblHEceHO NpeiokeHHE 00 YCHIEHHHM Kiacca
peKoMeHanuii U ypoBHS nokazatenbHOocTH C [laB mo TA mns pexomenmanuy (GU3HYECKUX
TPEHUPOBOK Yy mauueHToB ¢ JIAI. YuacTe B TpEeHMpPOBOUHBIX MpOrpamMmax IPOTHBONOKA3aHO
nanueHTam ¢ JIAD ¢ mpusHakamu TucYHKIIUU MIPABOTO JKENy10uKa, KIMHUYECKUMH CUMIITOMaMH
IIPABOXKEIIYAOYKOBOM  CEpJAEYHOM  HEJOCTAaTOYHOCTH, HENAaBHEW  TOCHUTAIM3alUed WU
o0cieloBaHUEM B CBSI3U C KIMHUYECKUM yXyIUICHHEM, HEJaBHUMU kanobamu Ha Oonu B Tpynu,
OPUCTYIIBI  CceplaUeOueHusi, TOJIOBOKPYXKEHHUS, MPECHHKONAJIbHBIMH M  CHUHKONAJIbHBIMHU
cocrosiuussMu Ha Gone ®H [136]. YuacTre B TPEHHPOBOYHBIX MpOrpaMMax CIeIyeT Mpeaiarath
nanuenTtam, nonyvaromuM JIAl-cnenuduueckylo Tepanuio, HAaXOJAIIUMCS B CTaOMIBHOM
COCTOSTHUU M MCKJIIOUUTENBHO B SKCIIEPTHBIX LIEHTPaX, UMEIOLINX OMNBIT BeJeHHs nanueHToB ¢ JIAT
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U peaOuIMTAIK TSOKEIBIX marueHTos [116].

- Pexomenmyercs okazaHHWe YCAyr MO MEAMIIMHCKONW peaOMIMTallMK B BHUJC IPOBEACHHS
€XKEIHEBHBIX JIOBUPOBAHHBIX U PETYIHUPYEMbIX (U3MUYECKUX HArpy30K IO HaOI0IeHUEM
CIIENUATTUCTOB AKcrepTHOro neHTpa JIAIT ctabunpHbiM namuentam ¢ JIAID, HaxonmsmuMcest B 30HE
HU3KOTO pPHUCKa JICTAJIbHOCTH W TIONYYalONIMM aJeKBATHYIO CHEIU(PUYECCKYI0 TEparuio
AHTUIICPTECH3UBHBIMU Mpenaparamu uist acuenust JIAT [6, 116, 135-140].

-EOKIA (YA 2 VYVYP A)

- PexomenmoBano mamumentam ¢ JIAIT um30eratb W30BITOUYHON (PU3WUYECKON aKTUBHOCTH,
KOTOpasi TMPOBOIUPYET BO3HUKHOBEHHWE TaKUX MOTCHIMAIBHO OMACHBIX CHUMITOMOB, Kak
BBIPKEHHASI OJIBIIIKA, TOJIOBOKPY)KEHHE, CHHKOIIE, 00JIM B TPYIHOM KJIIETKE, BBIpaKEHHAs C1ab0CTh
[6, 139].

- EOK IIIC (Y1 5 YYP Q)

5. NMpodmnakTuka

- PexoMeHnyercs olieHKa KIMHUYECKOro cTaTyca mnamnuenta c ompenenenuem OK JIAT
Kaxable 6-12 MecsaueB M uyepe3 3 Mecsla IOCIAE HW3MEHEHUs CHelupuYecKod Tepanuu,
AQHTUIEPTECH3UBHBIMHU TIpenapatamu Juist tedenus JIAT wiu npu yxyamenun cocrostaus [ 6, 10].

-EOKIC (YA 5 YYP C)

KomMmenTapuu: OneHka KIMHUYECKOTO cTaTyca O0IbHOIO SBISETCS BaKHBIM 3TAOM OLEHKU
TSKECTH COCTOSTHUS M CTPAaTU(UKAIIMH PUCKA U BBITIOIHACTCS BPa4OM Ha Ka)KIOM BU3UTE MAllCHTA
B 1eHTp. Crenyer mocieqoBaTeabHO OIEHUTh JUHAMHKY Kalo0 OONbHOrO (ypOBEHb OJIBILIKH,
HAJIMYME CHHKOMAJIBHBIX COCTOSHUH M OTEKOB, NMPUCYTCTBHE M XapakTep HapYIICHWH pHUTMA,
HAIUYUEe KIMHUKKA CTCHOKApIAUHM HAMpsOHKEHHs), W3MEHEHHE TOJEPAHTHOCTH K (U3HUECKOi
Harpy3ke, a TakKe MPHUBEPKEHHOCTh K pekomeHayeMon tepanuu. [lamumentam c -1V ©OK JIAT
pPEKOMEH/I0BaHO BeJieHHe AHEeBHUKa AJl, mynbca u Beca ¢ mocienyomeil oneHkoi Ha Buszute. [Ipu
(GU3UKaTBHOM OCMOTpE BpPadOM OLEHHBAIOTCS HAIWYHE MPHU3HAKOB IIPABOXKEIYI0YKOBOM
CepAeYHOM  HEIOCTaTOYHOCTHM M caTypauuss  nepudepudeckol  KpoBU C  TOMOIIBIO
NyJbCOKCUMETpUU. Pe3ynbraTomM ompoca U ocMoTpa OonpHOro ssisgercs oueHka PK (BO3),
KOTOpPbI, HECMOTps Ha CYOBEKTUBHOCTb €ro OLIEHKH, O0JIaZaeT BBICOKOW NpeicKa3aTeIbHON
neHHocteio (OP 6,729; 95% JI1 4,219-10,733) He TOIBKO HA MOMEHT IMOCTAaHOBKH JTMarHo3a, HO U
BO BpeMs HaOmroneHus 3a maruentom [130, 316, 317]. Veemuuenne ®OK saBrnsercs omHuMm u3
Ba)XHBIX TMOKa3aTeJel MpOorpecCHpoBaHus 3a00JIEBaHUsI U TPEOYET MOUCKA MPUYHUH KIMHUYECKOTO
yxymamenns [19].

- Pexomennyercs BoimonHeHune OxoKI kaxnaesie 6-12 mecsmeB u depe3 3 mecsia mocie
W3MEHEHUs CTepUUECKOr Teparuu aHTUIEPTEH3UBHBIMU MpernapataMu ais jedenus JIAD wim
npH yxyameHuu coctosiaus [6, 10].

-EOKIC (YA 5VYVYPC)

KomMmenTapuu: Oxokapauorpadus ocraeTcss JOCTYMHBIM M O€30MacHBIM HHCTPYMEHTOM
JTUHAMHUYECKOr0 HaOI0IEeHUs 3a MarueHTOM. [IpoTOKOM OIEHKH MpaBBIX KaMmep cepiama JI0KEeH
BKJIIOYATh ONKMCAHUE Pa3MEPOB MPABOTO XKeNyaouka U mpasoro npencepaus [318], coorHomeHue
JMaMETPOB TIPABOTO W JIEBOTO IKEIYITOYKOB, HWHJIEKC SKCIEHTPUYHOCTH JIEBOTO KEITYJ0UKa,
HAJIMYUE BBHITIOTA B TEPUKAPAE M OLEHKY COKPATUTEIHHOW CIIOCOOHOCTH MPaBOrO KEMyJouKa B
KaueCcTBE OCHOBHOM JCTEPMHHAHTHI (YHKIIMOHAIBHOTO CTaTyca W TPOrHO3a OOJBHOTO.
CokpaTuTenbHasi ClIoCOOHOCTh MPABOT0 JKETYJ0UKa MOXKET OBITh OXapaKTepU30BaHA HECKOJIbKUMU
nokasareisiMu:  ¢pakiuonHoe uzMeHenue miomann (OUIL, %) B 2D-pexume win dpakuus
BbIOpOCca TpaBoro kemyaouka B 3D-pexxuMme, cHUCTONMYECKass SKCKYpPCHs TUIOCKOCTH KOJIbIA
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tpukycnuganbaoro kiamana (TAPSE) [319], unnmekc Tei, medopmanus muokapna (Strain) u
ckopocTh nedopmaruu mMuokapnaa (Strain rate) B 2D- u 3D-pexxumax [320, 321, 322, 323]. K
MapkepaM JUCQYHKIIMH MPaBOTO JKEITYJ0YKa OTHOCSTCS: TUIOIMaas npaBoro npeacepaus (OP 1,54
95% AU 1,13-2,10; p = 0,005), crenenu TpukycnuaaabHoi Hegocrtarounoctu (OP 3,89; 95% JIU
1,49-10,14; p = 0,003), nanuuue Boinota B nepukapzae (OP 0,90; 95% 1M 0,62-1,31; p = 0,591)
[324], nmpomonbHas aedopmanus U CKOPOCTh AeopMaliid MHOKapaa MmpaBoro skeiymouka [325].
YuuThiBas CIOXHYIO TEOMETPHIO TPAaBOTO JKETyJ0YKa, HU OJUH 3XOKapauorpapuuecKuii
MoKa3areib B OTJCJIBHOCTH HE JIOCTATOYEH JUIsl ONMUCAaHUS (YHKIUU MPAaBOrO Kelyaouka u
Heo0X0oMMa KOMIUICKCHAs OI[CHKA TUHAMUKH Pa3MEPOB M COKPATUTEIBHON CIIOCOOHOCTH MPaBOTO
JKEIyI04YKa Y KOHKPETHOr0 O0JIHHOr0. 30JI0THIM CTaHJAPTOM B BU3YaJIM3allMH IPABOTo KEITyJ04YKa
seisiercst MPT, mo3Bouisitoniasi TOYHO OLIGHUTH yOapHBIH 0O0BEeM W CepAedHBI BhIOpoc [326].
Haubonee nHpopMaTUBHBIMU MPOTHOCTHUYECKUMU IOKA3aTEsIMU SBISIOTCA CHIDKEHUE (pakuuu
BbIOpOca npaBoro xenynouka (OP 1,23; 95% AU 1,07-1,41; p = 0,003), koHEUHO-TUACTOIUYECKHUI
WHJIEKC mpaBoro xenynodka (p = 0,049) u koHeUHO-IMACTOTUYCCKUNA UHJIEKC JIEBOTO JKeIymouKka (p
= 0,045) [327]. [IporaocTryecKas IICHHOCTh MOKa3aTeJIeH KECTKOCTH CTCHKH JISTOYHOM apTepuu U

JUHAMHYECKUX MOTOKOoBbIX MPT-moka3aTeneil Ha CeroAHsIIHUNA MOMEHT MeHee u3yueHa [95, 328,
329, 330].

- Pexomennyercs BomonHenne YUBKC npu HeobGxomumocTu nepecMoTpa/ycuieHus
cnenn(UIeckor Tepanuu WA MTOCTAHOBKM OOJBHOTO B JIUCT OKUAAHUWS Ha TPAHCIUIAHTAIMIO |6,
10].

-EOKIC (YA 5 YYP C)

KomMmenTapun: OcTaercs OTKpBITBIM BOINPOC O MOKasaHusAX K BeimosiHeHH0 UBKC nis
JUHAMHU4YECKOoro HaOmrofeHusl nanueHta. lloaxoabl OoTiIMYaroTCs MEXIYy LIEHTpaMu, HauMHas OT
pEryJIIpHOM MHBAa3MBHOW OLIEHKHM I'€MOAMHAMUKH O IPEUMYILECTBEHHO HEMHBAa3UBHOW CTPAaTErUU
HaOo1eHus 32 00JpHBIMU. HeT HUKakux NmoATBEp:KIEHUH, uTo BhINoONHEHUE peryaspHbix UBKC
aCCOLIMMPOBAHO C JIYYIIUM HCXOJOM M OOJbHOIO, HEXEeJW HEWHBA3UBHAs CTpaTerus
HaOmogeHusi. OHAKO CYIIECTBYET corjiamieHue cpenu skcrneptoB o ToM, yto UBKC cnemyer
NPOBOJUTH BCSKUI pa3, Korja HeoOXOAHMM MepecMOoTp oObeMa creuuduyeckoi Tepanmuu WU
o0cyskaeTcs MOCTaHOBKA MAIMEHTA B JINCT OKUJaHMSI Ha TPAHCILJIAHTALIMIO.

- Pexomenpnyercs BwimosnHeHune TIIX kaxnaele 6-12 mecsueB n depe3 3 mMmecsiua Iocie
U3MCHEHHSI CIICU(PUUYCSCKOI Tepanuy WK MpU yXyaimeHun coctosiaus [6, 10, 130].

-EOKIC (Y14 YVYPC)

KommenTtapun: THIX ocraercs TectomM ¢ cyOMakCUMaJbHOM (PU3MYECKONM HArpy3Kou,
KOTOpBI HanOoJiee IMUPOKO HCIONb3yeTcsl B KayecTBe HarpyzouHoro tecta B nenrpax JII' [130].
Ha pesynprarsl TIIX BausttoT Takue (pakTopsl, KaK BO3pacT, pOCT U BeC 00JBHOr0, HATMYNE Y HETO
COMYTCTBYIOIIEH IMaTOJOTUH, MOTPEOHOCTh B KHUCHOpoae™™*, o0y4aeMOCTh MalMeHTa W €ro
MoTuBaiys. Pe3ynbraT Tecta B BU€ MPOiiIeHHON MallMeHTOM JUCTAaHIIMK B MeTpax (puKkcupyercs B
a0COMIOTHBIX IU(Pax U UCHOIb3yeTcs Il cTpaTuduKanuu prcka. OlieHUBaeTcs TakKe U3MEHEHNE
NPONMJEHHON JUCTaHLUU MeEXAy Bu3UTaMU. OJHAKO MPOTHOCTUYECKOE 3HAUYEHUE JAWUHAMHMKHU
nuctannuu B TIIX ocmapuBaercs u Ha CEerogHsANIHUN AeHb. Tak, mo gaHHbIM peructpa REVEAL
camxkenne auctaniyu B TIIX OGonee wem Ha 15% accoumupoBaHo ¢ TOXuM nporuosom [331].
ITpu 3TOM MeTaaHanu3 22 KIMHUYECKUX UCCIETOBAHMM, MOCBSAIIEHHBIX JIEYEHNUIO manueHToB ¢ JII',
HE MOKa3aJl CBA3M MPUPOCTA IUCTAHIMU B TECTE C TAKUMU MOKA3aTENIIMU OTJAJIEHHOIO IIPOTHO34,
KaK CMEpPTHOCTb OT BCEX IMPHYMH, BPEMs 10 TPAHCIUIAHTALMU JIETKUX (MJIM KOMIUIEKCa cepile-
JIeTKUE) W BpeMs 10 rochnuTanu3ainuu 1o npuuuHe yxymamenus JIAD [127]. JlonoiaHUTENbHOM
uHpopMalvelt, TmoaydyaeMoW B  pe3yjbTaTe BBINOJIHEHHMs TecTa M XapaKTepu3yrollen
(GYHKUIMOHATBHBIN CcTaTyc OOJIBHOTO, SIBJISETCS CTENEHb OABIIIKM Mo ImKaie bopra, oreHka
JUHAMHUKU cartypauuu mnepudepudeckoir kpou, ypoBHsS AJl u UCC nHa ¢doHe Harpysku.
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HpOF HOCTHYCCKAada 3HAYMMOCTDh JaHHBIX mokazareJjieii Takxe HYXIAaCTCA B ,Z[OHOJIHHTCJIBHOﬁ OLICHKE

[332, 349].

- PexomeHTyeTcst BEIIOTHEHUE 3PTOCITUPOMETPUHN TIPH MMOCTAHOBKE IMArHO3a U Jaliee Kaxable
6-12 MecsIeB WK IPH YXYALIEHHH coCcTosHuUs maiuenTa ¢ JIAT [6, 10, 333-339].

-EOKIC (Y114 YVYP C)

KomMmenTapun: DprocnupoMeTpusi OOBIYHO IMPOBOJUTCS KaK TECT € MaKCHMalbHOU
¢du3nveckoil Harpy3Koi, Mo3BOJISIOIMI TpoBecTH U dhepeHnuanbupid quarno3 ¢penoruna JIAL B
CIIOXKHBIX CIydasiX, OICHHTh TSKECTh M NporHo3 mamuenta. Ilarmuenter ¢ JIAIT oObr4HO
JEMOHCTPUPYIOT THUIMYHBIA TMATTEPH C HU3KUM MapIHAIbHBIM JaBICHHEM IUOKCHIA YTiepoja
(pCO2) B KOHIIE BBIIOXA, BBHICOKHE BCHTHUJISATOPHBIE SKBHBAJICHTHI Ui THOKCHIA YIJIepoaa
(VE/VCO:»), uuskuii kucinopoaubiii mysbe (VO2/HR) u Hu3K0€ MuKoOBOE MOTpeOIeHHE KUCI0poaa
(peak VO3) [333, 334, 335, 336, 337]. Haubonpiieci mpOrHOCTHYECKOM IICHHOCTHIO 00JIaqaroT
TaKMe€ WHTErpajbHbIC IOKa3atenu APQPEKTUBHOCTH Ta3000MEHA B JIETKUX, Kak ITHKOBOE
noTpeOJIeHNne KUCIIOPO/ia U BEHTUIIATOPHBIC SKBUBAJICHTHI 110 TUOKCUIY yriepona [338]. 3naueHus
nuKoBoro norpebienus kuciaopoga VO2 < 11,4 n/mun/kr 1 VE/VCO2 > 45% acconnupoBaHsbl ¢
HHU3KOW BBDKMBAEMOCThIO y maruenToB ¢ JIAT [337, 339].

- Pexomenpayercs uccienoBanue ypoBHs N-TEpMUHAIBHOTO (pparMeHTa HATPHHYPETHIECKOTO
nponentuaa Mmo3roporo (NT-proBNP) B kpoBH, ncciieoBaHie KMCIOTHO-OCHOBHOI'O COCTOSIHUS U
ra3oB KpOBU IpU MOCTAHOBKE IWArHo3a M Jainee Kaxaple 6-12 MecsileB WiIM NpU yXYILICHUH
cocrosiHus nanuenTa [6, 10, 340-342].

-EOK IC (Y 3 YYP B)

Kommenrtapun: Ilepeuenp OuomMapkepoB, OIeHHMBaeMbIX Yy mnanueHtoB c JIAD s
cTpatu(duKalMi pUCKa, MOCTOSHHO pacteT, oAaHako a0 cux nop BNP u NT-proBNP ocratorcs
€/IMHCTBEHHBIMM OMOMapKepaMy, KOTOpbIE MIMPOKO HCHOJIb3YIOTCS B PYTHMHHOM KIMHMYECKOH
npakThKe ¥ B KiIMHUYeckux ucciaenoBanusx [340]. Yposenr BNP/NT-proBNP koppenupyer ¢
TSOKECTBIO JUCQYHKIMM MHOKapJa M 00JajaeT NPOTHOCTHYECKOW HHGpopManuei Ha MOMEHT
NOCTAHOBKHM JIMarHo3a W BO BpeMs TOCIEAyIOIEero HaOmwoaeHus 3a mnamueHToMm [341].
Konuentpanus BNP/NT-proBNP umeer 6ompiryto BapuabenbHOCTb, TOITOMY pe3yabTar CleayeT
MHTEPIPETUPOBATh C YYETOM KIMHUYECKOW CHUTyallMH. SIBHBIX MPEUMYILECTB B HCIOJIb30BaHHUU
BNP wumu NT-proBNP Her. Xors BNP umeer 0Gojnee TecHYIO KOPpEISIIMOHHYIO CBS3b C
remoguHamukoil MKK u menee 3aBucur ot ¢pynkuuu nouek, NT-proBNP npexacrasnsercs 6onee
CHJIbHBIM IPOTHOCTHYECKUM MapkepoMm [342].

- PexoMentyeTcst mpoBOAMTH MyJIbCOKCHMETPHUIO Ha KaXkaoM Busute nmaruenta ¢ JII [6, 10].
- EOK mer (YA 5 VYP C)

AJTOpUTM TIPOBENEHUSI OOCIEIOBaHMS B paMKaX JUHAMHYECKOTO HAOIIOIEHUS MpeCTaBlICH
B Tabnuie 17 (Ilpunoxenne b).

OpFaHI/BaI_II/ISI OKa3aHHUs MEIULIMHCKOM IIOMOIIH

IlokazaHus A1 INIAHOBOM TOCIUTAIA3AIIH

- Bepudukarus neroqyHoi runepTeH3um, e TeMOAMHAMUYECKOTO BapUaHTa M TUOJIOTUH;

- BeimonHenre Ba3opeakTUBHOTO TeCTa (MPY HATMYHH IMOKa3aHUMN );

- OmnpeneneHue MOKa3aHWM A Hayalna crenuUUEecKOll Teparuu aHTUIepTEH3UBHBIMU
npenapatamu it nedenus JIAL u ee o6bema;

- OnpeneneHue NOKa3aHWi K TPAHCIUIAHTALIMY JIETKUX WIJIM KOMILIEKCa CepIle-JIerKue;

- bepemenHocTh U pogopaspernieHue;

- DKcTpakapuaabHble XUPYPru4eCKrue BMEIIATEIbCTBRA;
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- Heapdextupnas cnennduyeckas tepanus Ha aMmOyIaTOPHOM dTare.

ITokazaHus U SKCTPEHHON TOCIIMTAIN3ALUN:

- Ocnoxunenust JIAI, TpeOyrome WHTEHCUBHOW Tepamuu: JIEKOMIICHCHPOBAaHHAS
IIPaBOXKETY0UKOBas CepieuHast HeAOCTATOUHOCTh C CUCTEMHOM IMIIOTEH3UEN U/UITN OJIUTOypHUei;

- Octpas TpoMO60IMO0IIHS IETOYHOH apTepuH;

- Jlerounoe kpoBOTEUEHHUE;

- 'eMomHaMIYECKH 3HAUUMBIE HAPYIICHUSI PUTMA/TIPOBOAMMOCTH;

- PenuauBupytomnye cMHKONANbHbIE COCTOSIHUS KaK IMIPOSIBICHUSI CHHIPOMAa MaJIoro BbIOpoca.

IToka3aHus K BBIKMCKE NALMEHTAa U3 CTAllMOHApa!
- I'emoauHaMuyeckas CTaOMIBHOCTh HAlMEHTA, OTCYTCTBUE HMOTPEOHOCTH B HHOTPOIHOM
MOJJICPKKE U NTAPEHTEPAIBHBIX IHYPETUKAX.

6. [JononHutenbHasi MWH¢poOpMaUuA, BNUAKOLWAA HAa TeYeHMe U UCXon
3aboneBaHusA

KitoueBbIM (hakTOpoM, YJIydIIArOIIMM MPOTHO3 U BIMSIOIIMM Ha McXo[ nanueHtoB ¢ JIAL u
XTOJIT, sBasieTCsl TOCTUKEHUE KPUTEPUEB HU3KOTO PUCKA JIETAIbHOCTH.

JpyruMu BaXHBIMU LEJSAMM JieueHus nanueHTos ¢ JII' sBisroTces:

- Koppekuusi Bcex Mmomudunupyembsix OP (mpoduimakTika WHTEPKYPPEHTHBIX WH(EKIHA,
npeaynpexaeHue 6epeMeHHOCTH, ONITUMANIBHOE JIGYEHUE COIYTCTBYIOLIEH AaTONIOIUN);

- 3aMeJICHHE TEeMIIa MPOTPECCHPOBAHUS H/WIM YMEHBIICHHE YaCTOThI TOCIHUTAIM3ALUN B
cBsa3u ¢ JIAI' myreM OCylIeCTBICHHS PEryJIIpHOrO HaOJIOJEHHUS M CBOEBPEMEHHOW KOPPEKLUU
CHUMIITOMOB IIPaBOKEIIyJOYKOBOM CEPIEYHON HEAOCTATOYHOCTH, HAPYLIEHUN PUTMA.

KpI/ITepI/II/I OLICHKH Ka4e€CTBa MEIUIIMHCKOM ITOMOIITH

[Tpu ananuze padots! JIITY ¢ manmentamu ¢ JII' nenecooObpa3Ho aHaTU3UPOBATH CIIENYIONINE
MOKa3aTelHn:

- MPOIIEHT MAIIMEHTOB, KOTOPHIM BBITIOJHEHO aJIeKBaTHOE OOCJIEIOBAaHUE B 3aBUCHUMOCTH OT
yposHs JIITY;

- MPOIEHT MaIlMeHTOB, KOTOpbIM BbimosiHeHa UBKC B sKkcmepTHOM ILIEHTpE A0 WHUIMAIIIH
cnenupuIecKol Teparnuy aHTUIIePTEH3UBHBIMU TpernapaTamu Juist neuenus JIATL

- mpouent nanueHtoB ¢ WIIAI/macnencrsennoii JIAI/nexkapcrBennoit JIAT II-III @K,
KOTOPBIM BBITIOJTHEH Ba30PEAKTUBHBIN TECT B IKCIEPTHOM LIEHTPE J0 Ha3HAUEHUs CHelH(pHIecKoi
Teparnuu;

- mnpoueHT mnanueHToB ¢ JIAD, mnonywatonmx o0beM crenupuyeckol Tepanuu,
COOTBETCTBYIOIIEH CTpaTU(UKAIINK PUCKA JIETATHHOCTH;

- TpOIeHT OepeMeHHBIX ManueHTok ¢ JIAI, momydarommx crnenu@uvecKyro Tepamuio Io
PEKOMEHALIUM SKCIIEPTHOTO LIEHTPA;

- MPOUEHT MAIMEHTOB, MEPEHECIINX IKCTPaKapAUaIbHbIE XUPYPTHUECKHE BMENIATEICTBA B
YCJHOBHUSX 3KCIIEPTHOIO LIEHTPA;

- mporeHT manueHToB ¢ JIAID, Habmomarommxcs B aMOyJaTOPHBIX YCJIOBHSIX, Yy Bpaya-
Kapauosora-crnenuanucta mno JIAT

- TPOIEHT TMAIMEHTOB, OOECICYCHHBIX CIEeNu(PUUIEeCKOr Tepanue aHTUIEePTEH3UBHBIMHU
npenapatamu Juist nedenus JIAD B Tedenue 1 mecsna nocne Bepudukarnmu quarunosa UIIAT

- TIPOLEHT MAlMEHTOB, KOTOPHIM CBOEBPEMEHHO OMPEACIICHbI MOKA3aHUS K TPaHCIUIAHTAIIMU
JIETKUX WJIA CEPJICYHO-JIETOYHOI0 KOMILIEKCA;
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- npoueHT nauueHToB ¢ XTOJII', HampaBIeHHBIX B 3KCHEPTHBIA LEHTP AJIs ONPEeICHUS
nokazaHuii kK TpomOsHIapTepIkTomMun, BAITJIA wim MenukaMeHTO3HOHN Teparum.

- HAJIMYKME Pa3BEPHYTOr0 KIMHUYECKOTO AMarHo3a, coorsercryrouero MKb-10 ¢ ykazanuem
(GyHKIMOHAIBLHOTO Kiiacca jierounou runeprensnu NYHA/BO3;

- BBIIOJIHCHHWE CTaHAAapTa OOCIEIOBaHHMS B 3aBUCHMOCTH OT YPOBHS MEIUIIUMHCKOTO
yapexaenus (Taomn. 18) (Ilpunoxenue b);

- Bepu(UKaIysl TMarHo3a Win Omnpe/elieHre JalbHeHIeld MappyTU3aluy NaueHTa;

- IpoBeieHUe CTpaTU(UKALIUY PUCKA JIETAIIBHOCTH MallEeHTOB;

- 000CHOBAaHHOCTh Ha3HAYCHUS CIEIU(UICCKON Teparuu aHTUIICPTEH3UBHBIMU MIperapaTaMu
s nedenns JIAI u ee o0bema;

- 000CHOBaHHOCTH IPOBEJICHUS XUPYyprudeckoro nedeHus nanueaTos ¢ JIAT u XTOJIT

- HaJIM4Ke PeKOMEHJaIui o aMmOyIaTopHOMY BEJICHUIO MAI[IEHTOB.

- CBOCBPEMEHHOCTh HAIPABJICHUsI OEPEMEHHBIX MaMeHTOK ¢ JII' B 3KCTIepTHBIH LEHT;

- HampaBieHue nauveHta ¢ JIAI' i BBINOJIHEHMS SKCTpaKapAUaIbHBIX XHUPYPrHUYECKUX
BMEIIATEILCTB B KCIIEPTHBIN LIEHTP.

Kputepuu skcriepTHOro nesrpa

PexkoMeHnayeTcss cunTaTh SKCIEPTHBIM LIEHTPOM JIETOYHOM MMIEPTEH3UU LIEHTP, OTBEYAIOIIUI
CJICAYIONIMM TpeOoBaHusM [6]:

- Hagu4Me MYJbTUAUCHUIUIMHAPHON KOMaH/bl CIELUAINCTOB (Bpay-KapAHOJIOr, Bpad-
IIyJbMOHOJIOI,  Bpad-peHTTEHOJIOT,  BpPa4-aHECTE3UOJIOT-PEAHUMATOJNIOT,  Bpay-peBMATOJIOT,
IICUXOJIOT);

- BO3MOXHOCTb OBICTPOTO MEpEHANpaBI€HUS B CHEHMAIM3UPOBAHHBIE OTACICHUS
(peBMaroIiorusi), BBIIOJHEHWE TPOMOIHAAPTEPIKTOMHUH M3 JIETOYHOM apTepuu, XHUPYPTrHYECKOH
koppekuuu BIIC, TpanciianTanuy Jerkux Wik KOMIUIEKCa JIETKUE-CEPALIE;

- luaamudeckoe HaOmogeHne He MeHee 50 MalMeHTOB C BEPU(PHUIMPOBAHHBIM JHATHO30M
JIAT" n He meHee 2 HOBBIX citydaeB quarHocTuku JIAI nmm XTOJII exxeMecsayHo;

- Bpimonnenne He MeHee 20 Ba3opeakTHBHBIX TEeCTOB B roj y mnamueHtoB c¢ WIIAT,
HacnencTBeHHbIME (popmamu JIAT u JIAT, accounupoBaHHOI ¢ JeKapCTBEHHBIMHU ITperiapaTamMu;

- mpoBeneHue kmnanueckux uccienaosanuit 11 u 11 ¢a3 mo remaruke JII'.

- EOK IIaC (Y 5 YVYP C)

KoncynsrantlIntoc: npumedanue.
Hywmeparus Tabnui gaHa B COOTBETCTBUU C OQUIMATIBHBIM TEKCTOM JJOKYMEHTA.

Tabnuua 19. Kputepun oueHKn KayecTtBa MeAULIMHCKOMN MOMOLLM

N Kpurepuii kauectBa EOK YVP | VIO Onenka
Knacc u BBITTOJIHEHUS
YPOBEHb
1. Bemomaero DKI IC A 2 Ha/aer
2. Brimonnena sxokapanorpadus IC A 2 Ha/uer
3. BrimmonHeHo uccienoBaHue IC A 2 Jla/uet
HECTIPOBOIIMPOBAHHBIX JIBIXaTEITbHBIX
00BEMOB U ITOTOKOB, UCCIIEIOBAaHHUE
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T PY3MOHHOHN CTIOCOOHOCTH JIETKHUX.
[Ipy TexHUYECKON HEBO3MOXKHOCTH
BBIIOJIHEHHS JJAHHOTO MCCJICIOBAHUS B
YCJIOBHSIX MEIUIIMHCKOTO YUPEIKICHHUS,
MAIUEHT HAIIPABJICH B SKCIIEPTHBIN IICHTP.

Beinonnena nepdy3nonHas
CHMHTUTPA(US JETKUX B COUYECTAHUHU CO
CHMHTUTpapUen JTerkux
BEHTWIILIMOHHOM. [Ipy TexHndeckon
HEBO3MOKHOCTH BBIIIOJIHEHUS JAHHOTO
UCCJIEIOBAHMS B YCIOBUAX MEIULUHCKOIO
YUPEXKIEHUS, MALMEHT HAIIPaBJICH B
DKCIIEPTHBIN LIEHTP.

Ha/uer

BoinonHena komnbroTepHas Tomorpadus
OpraHoB I'PYIHOH IOJIOCTHU C
BHYTPUBEHHBIM OOJIFOCHBIM
KOHTPaCTUPOBAHUEM.

llaC

Ja/uer

BeImnonHeHo yibTpa3ByKoOBOE
UCCJIEJOBaHUE OPraHOB OPIOIIHOMN
MOJIOCTH (KOMILJIEKCHOE)

Ha/uer

[Tament ¢ nogo3penuem Ha JIAL u
XTOJII" HanipaBJieH B OKCHEPTHBIN LIEHTP
JUI BepU(ULIUKAK JUarHo3a,
cTpatuduKaly prucKa 1 BbIOOpa
ONTUMAJILHOTO METO/1A JICUEHUS

Ha/uer

HamnpaBsneH B 3KCIIEpTHBIN LEHTp IS
BBITTOJIHEHUS YPE3BEHO3HON KaTeTPU3AIIH
cepaua.

C

Jla/aer

B skcniepTHOM LIEHTpE BBINIOJIHEH
Ba30PEAKTUBHBINA TECT MALUEHTaM C
WJIAT, nacnenyemoii JIAT u JIAT,
WHIYIMPOBAHHON TPUEMOM
JIEKapCTBEHHBIX MTPENApaTOB WU
TOKCHUHOB

Jla/uer

10.

IMTarmmentam JIAI' ¢ HETOCTATOUYHEBIM
OTBETOM Ha HAYaJIbHYK0 MOHOTEPAIIHIO
Ha3Ha4YeHa MOCJIeIoBaTeIbHAs
KOMOMHHPOBaHHAS Teparus

Ha/aer

11.

[Taunenty JIAT BeICOKOTO pUCKa
JIETATLHOCTH Ha3HAaUeHa
KOMOMHHPOBaHHAS TeparHs

laC

Jla/uet

12.

JocTurnyra neiap MeIMKaMeHTO3HOU

Ha/mer
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TCpaInu: HU3KHI PHUCK JICTAJIBHOCTH

13. |IMTanument ¢ XTIJII" oOcyxeH Ha IC A 2 Ha/aer
peIMET BO3MOKHOCTH BBITIOTHEHUS
TPOMOIHIAPTEPIKTOMHUHM U3 JICTOYHON
apTepuu

14. |IlaumeHT B3AT HA AMCIIAHCEPHOE IC A 2 Ha/uer
HaAOJIFOICHUE
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CocraB padoueil rpynnsl

1. ABneeB Cepreii Hukomaesuu (Mocksa). Poccuiickoe pecriupaTtopHoe 00IIecTBO

2. bap6apamm Osnbra JleornnpoBaa (KemepoBo). Poccuiickoe kapauosornueckoe o01mecTBo

3. bayrun Amngpeii EsrenbeBuu (Cankrt-IletepOypr). demepanust aHECTE3MOJOTOB H
peanumarosioroB Poccun

4. BonkoB Anekcanap BurtanseBuy (MockBa). Accouuanus pesmatoioro Poccuu

5. Becenosa Tatesana HukomaesHa (MockBa). HarimoHabHBINH KOHTPECC JTyYEBBIX THATHOCTOB

6. lansgBuu Ans6ept CapBaposuu (Kaszans). Poccuiickoe kapauoaornueckoe o0ImecTBo

7. T'onuapoBa Hartanesi CepreeBna (Cankt-IlerepOypr). Poccuiickoe kapawojoruueckoe
0011eCTBO

8. T'opOaueBckuii Cepreri BanepbeBuu (MockBa). Acconuanus CepeYHO-COCYAUCTHIX
xupypros Poccun

9. HanmnoB Hukomnait Muxaitnoud (MockBa). Accouuanus cepie4HO-COCYUCTBIX XUPYPTrOB
Poccun

10. Epemenko Amnekcanap AmnaronbeBud (MockBa). ®enepauus aHECTE3HOJIOTOB U
peanumaronoros Poccuun

11. Mapreintok Tamuna ButanseBna (MockBa). Poccuiickoe kapInOI0ru4eckoe 00IeCTBO

12. MouceeBa Onpra MuxaiinoBHa (Cankr-IlerepOypr) Poccuiickoe kapanoioruyeckoe
o01recTBo

13. CannoBa Mapuna AoaymnarunoBHa (Mocksa). Poccuiickoe kapInoJIorHieckoe 00ImecTBO

14. Cepruenko Bmamumup bopucoBuu (MockBa). HammoHanbHBIH KOHIpecC JIy4eBBIX
JTMarHOCTOB

15. CumakoBa Mapus AnekcanapoBHa (Cankt-IlerepOypr). Poccuiickoe kapanonoruueckoe
0011eCTBO

16. CrykanoBa Omnbra BnaaumupoBHa (MockBa). HanuoHanbHBIH KOHI'pecCc JIy4eBbIX
JTMarHOCTOB

17. HazoBa Mpuna EsrenbeBna (MockBa). Poccuiickoe kapauoiaorunaeckoe o0IecTBo

18. UYepusiBckuii Anexcanap Muxaiinmoud (HoBocuOupck). Acconuanusi cepaeqHo-
COCYIUCTBIX Xupypros Poccun

19. llanaeB Cepreit Bacunbesuu (Tromens). Poccuiickoe kapanonornyeckoe oo1ecTBo

20. [Imanb AnTtoH AnexkceeBud (MockBa). Acconuanus cepieyHO-COCYIUCTBIX XUPYProB
Poccun

21. llapeBa Hatanbst AnatonbeBHa (MockBa). Poccuiickoe peciupaTopHoe 001IeCTBO

Unensl pabodeil rpynmbl MOATBEPAMIIM OTCYTCTBHE (DMHAHCOBOM IMOAJIEPIKKH/KOH(IUKTA
uHTEepecoB. B ciydae cooOuieHns o HalIM4MM KOH(IMKTa MHTEpecoB, ujeH(bl) pabodell TpymHibl
ObL1(1) UCKITIOYEH(bI) U3 00CYKIEHUS Pa3/IeoB, CBI3aHHBIX C 00JaCThI0 KOH(IMKTa HHTEPECOB.

[Ipunoxenne A2

MeToaos10rusi pa3padoTKi KIMHUYECKUX PEeKOMeH Al

BcenenctBue Toro, uto uieHsl Poccuiickoro KapAuoIOrH4YecKoro oOIiecTBa BXOAST B COCTaB
EBpomneiickoro oOmiecTBa KapAHOJOTOB M TaKXKE SBISIOTCS €r0 4YJeHAMH, BCE PEKOMEHJIAIUH
EBpomneiickoro obmecta kapauonoroB (EOK) ¢popmupyrorcst ¢ yuacTeMm poCCUHCKUX IKCIIEPTOB,
KOTOpBIE SIBIITFOTCSI COABTOPAMH €BPOINEHCKUX peKOMEHIanuid. Takum o0pa3oM, CYIIEeCTBYIOIINE
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pexomennanmu  EOK orpaxkaror oOmee MHEHHE BEIyLIIMX POCCHICKMX W  €BPOINEHCKHX
KapauosioroB. B cBs3u ¢ atuMm dopmupoBanre HarmoHaIBHBIX PEKOMEHIAMI MPOBOIMIOCH Ha
ocHoBe pekoMeHaanuii EOK, ¢ yueToM HarmoHaapHOU crieluuKu, 0COOCHHOCTEH 00CIIeIOBaHMUS,
JICYCHUS, JOCTYIMHOCTH MEAMIMHCKOW TmoMomm. I[lo 3TOi mnpuuMHE B TEKCTE€ HACTOSAIIUX
KJIIMHUYECKUX PEKOMEH/AlHM, OJTHOBPEMEHHO HCIIOJIb30BaHbI JBE LIKAJIbI OI[EHKHU JOCTOBEPHOCTH
JI0KA3aTeJIbCTB TE3MCOB PEKOMEHJAlMi: YpOBHM J0cTOBepHOCTH HokazarenbcTB EOK ¢ YVYP u
Y. [Hobaenensr kimaccel pexomenmanuii EOK, mo3Bossifomme OLEHUTh HEOOXOIUMOCTh

BBIMOJIHEHHS Te3uca pekoMmenaanuii (Tabmurw 20, 21, 22, 23, 24).

IIpumeyanue.
Hymepanus Tabnui gaHa B COOTBETCTBUU € OQUIMATIBHBIM TEKCTOM JJOKYMEHTA.

pEKOMEHIalnit

Ia

b

Ta6nuua 20. Knaccbl nokasaHuMW cornacHo pekomeHgaumam EBponenckoro
obuwecTtBa kapauonoroB (EOK)

Kiacce

EOK

Tabnuua

Onpenenenue

JlokazaHo Wi OOIIENPU3HAHHO, YTO
JUArHOCTHYECKas poLeaypa,
BMEIIATENILCTBO/JICUCHUE SIBIISIFOTCS
3¢ (HEeKTHBHBIMHU U TTOJIEC3HBIMU

[IpoTrBOpEeUYNBHIC TaHHBIC W/HIIA MHEHUS 00
3(PEKTUBHOCTH/TIOIB3E TUArHOCTHYECKOM
MPOIIEeTypHI, BMEIIATEIbCTBA, JICUCHUS

BonbmMHCTBO JaHHBIX/MHEHU B TIOJIB3Y
3¢ (HeKTUBHOCTH/ O3Bl TUArHOCTUYECKON
MPOIIeAYPHI, BMEIIATEIHCTBA, JICUCHUS

O} heKTUBHOCTH/TI0JIb3a JUATHOCTUYECKON
MpOLIeAypbl, BMELIATENBCTBA, JICUECHHUS
YCTaHOBJIEHBI MEHEE YOEeIUTENbHO

JlaHHbIe UK €AUHOE MHEHHUE, YTO

JUarHOCTHYECKas IPOLEAYpa, BMELIATEIbCTBO,
nedeHue oecrione3Hbl/Hea(HEKTUBHBL, a B pse

CJIY4a€B MOT'YT IPUHOCHUTL BPCH.

21. YpoBHU OOCTOBEPHOCTU

AOoKa3aTenbCTB

[Ipennaraemas
¢dbopmynHupoBKa

PexomennoBano/mokas

aHo

enecoobpazno
IPUMEHSITh

MO0>KHO IPUMEHSATH

He pexomennyercs
IPUMEHSTD

pexkomeHpauuam EBponeickoro obuwectsa kapguonoros (EOK)

I[aHHBIe MHOT'OYUCJICHHBIX PAHAOMU3HUPOBAHHBIX KIIMHUYCCKUX HCCIIeTOBaHUM

YpoBHU gocTOBEpHOCTH J10Ka3aTenbcTB EOK

I ME€TaaHaJIN30B

cornacHo

99 n3 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgaumm — JlerovHas runepTeHsns, B TOM Yucne XpoHudeckas Tpomboambonuyeckas nerovyHas runepTeHsns —
2020 (03.06.2021) — Y1BepxaeHbl MuHsapasom PO

B JlaHHBIE MOJIyYEHBI 110 PE3yIbTaTaM OJJHOTO PaHAOMHU3UPOBAHHOTO
KJIMHUYECKOI'O UCCIIeI0OBAHUS WM KPYIHBIX HEPaHAOMU3UPOBaHHbIX
UCCIIEI0BAHUI

C CornacoBaHHOE MHEHHE IKCIIEPTOB U/WIIH PE3YIIbTAThl HEOOIBIINX

UCCJIEIOBAaHUM, PETPOCTIEKTUBHBIX HCCIIEI0BAHUMN, PETHCTPOB

Tabnuua 22. Lllkana oueHKM ypOBHEeW OOCTOBEPHOCTU AokasatenbctB (YOO)
ANA MeTOAO0B AMArHOCTUKM (ANarHoCTUYECKUX BMeLaTenbLCTB)

YA Pacmmudposka

1 Cucrematnieckrie 0030pbl UCCIIEIOBAaHUI ¢ KOHTPOJIEM pedepEHCHBIM METOI0M
WINA CUCTEMATHYECKHI 0030p pPaHIOMU3UPOBAHHBIX KIIMHHUYECKUX UCCIICIOBAHUN
C IPUMEHEHUEM MeTaaHaIn3a

2 OTtaenbHBIC UCCIIEIOBAHUS C KOHTPOJIEM pe)ePSHCHBIM METO0OM WIIH OT/ICIThHBIC
pPaHIOMU3UPOBAHHBIC KIMHUYECKHUE UCCIIEI0OBAHUS U CUCTEMAaTHYECKHUE 0030phl
UCCJIEIOBaHUM JII000T0 Ju3aiiHa, 3a UCKIIIOUEHUEM PaHOMU3UPOBAHHBIX
KJIMHUYECKHUX MCCIIeI0OBaHUM, C IPUMEHEHUEM MeTaaHaIn3a

3 HccnenoBanus oe3 IMOCJICA0OBATCIILHOI'O KOHTPOJIA pe(l)epeHCHBIM MCTOAOM HUJIN
HCCICI0BaHUs C pe(bepeHCHI)IM METOJA0M, HE ABJIAIOIINMCA HC3aBUCUMbBIM OT
HCCICAYyEMOI'0 METOAa UIIN HEPAHAOMU3HUPOBAHHBIC CPABHUTCIIbHBIC
HCCIICOO0BAaHUs, B TOM YUCJIC KOI'OPTHBIC NCCICAOBAHNA

4 HeCpaBHI/ITeJ'II)HI)Ie HCCIICO0BAaHNUA, OITMCAHNUE KIIMHUYCCKOTO CiIyvdas

5 Nmeertcs nuiib 000CHOBaHNE MEXaHU3Ma JAEUCTBUS UM MHEHHE SKCIIEPTOB

Ta6nuua 23. Lllkana oueHKM ypOBHEeW AOCTOBEpPHOCTU AokasaTtenbcTtB (YAA)
Ansa MeToAoB NpPodMNakTUKKN, NeYeHuss un peabunutaumm (nNpodurnakTuveckux,
ne4yeo6HbIX, peabUNUTauMOHHbIX BMELLAaTeNbCTB)

Y PacmmgpoBka
1 Cucrematnueckuit 0630p PKU ¢ npumeHeHneM meTaaHanmsa
2 Otnensabie PKU 1 cuctematnyueckne 0030pbl MCCIIEI0BAHM JIFOO0TO TU3aifHa,

3a HCKIIFOYCHUEM PKI/I, C IPUMCHCHHUECM MCTAaaHAJIM3a

3 HepanaomMusupoBaHHbIE CPABHUTEIIBHBIC UCCIICAOBAHUS, B T.4. KOTOPTHBIC
HCCIIEIOBAHUSA
4 HeCpaBHI/ITeHBHBIe HUCCICa0BaHUs, OITMCAHUEC KIMHHUYCCKOT'O CJ'Iy‘Ia?I 501058 CepI/II/I

CIIy4aeB, UCCIIEI0BaHMs "ci1y4ail-kOHTpoJb"

5 HNmeeTcs auiibs 000CHOBAHHE MEXaHU3Ma ,Z[CI>'ICTBI/I$I BMCIIATCIbCTBA
()IOKHHHquCKHe I/ICCJ'IG)IOBaHI/ISI) HJIX MHCHHEC DKCIIEPTOB
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Tabnuua 24. LLkana oueHKkM ypoBHen yb6eauTenbHocTu pekomeHpauun (YYP)

ans
(npochmnakTnyeckumx, ANarHoCTUYECKHUX, neyeoOHbIX, peadbunuTaunMoHHbIX
BMeLlaTenbLCTB)

\2%%

Pacmmmdposka

A

CunbHas pekoMeHaus (BCce paccMaTpruBaeMble KpUTEPHH d(PPEKTHBHOCTH
(MCXO/IBI) SIBIISIOTCS BaKHBIMH, BCE UCCIIEJOBAHHS UMEIOT BBICOKOE MIIN
YIIOBJIETBOPUTEIHHOE METOI0JIOTHYECKOE KaueCTBO, MX BBIBOJIBI 10
MHTEPECYIOIINM HCXO0/1aM SBIISFOTCS COTIIACOBAHHBIMHU)

YcnoBHas pekoMeHalus (He Bce paccMaTpuBaeMble KpUTepuu 3PGEeKTUBHOCTH
(MCXO/BI) ABIIAIOTCS BAXKHBIMH, HE BCE HCCIIEIOBAHUS UMEIOT BHICOKOE MJIU
YIIOBJIETBOPUTENEHOE METOI0JIOTMUYECKOE KAYeCTBO M/UIIU UX BBIBOJBI TIO
WHTEPECYIOIINM HCXOaM HE SIBJISIOTCSI COTVIACOBAHHBIMH )

Crnabast pekomeHanus (0OTCyTCTBHE JOKA3aTEIbCTB HAJICKAIIETO KadecTBa (Bce
paccmaTpuBaeMblie Kputepuu 3GPEeKTUBHOCTH (MCXOIbI) SBISIOTCS HEBAKHBIMH,

BCE MCCIICJIOBAHUS UMEIOT HU3KOE METOJIOJIOTUYECKOE KAYeCTBO U UX BBIBOIBI 10
MUHTEPECYIOIIUM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

LleneBas ayauTopusi AaHHbIX KNTMHUYECKMX peKOMeHAauui:

NN DN AW

. Bpau-kapauosor

. Bpau-nyneMoHoI10r

. Bpau-peBmarosnor

. Bpau anecrte3nonor-peaHumMaToior

. Bpau -cepaeuno-cocyaucTbIil XUpypr
. Bpau my4ueBoM [uarHoCTUKU

. Bpau oOmieit npakTuku

NMopsanok 06HOBNEHNA KNMHUYECKUX PeKOMeHAaunmn

Mexanu3smM  OOHOBJIEHHMS  KJIMHMYECKHX  pPEKOMEHIAIMi  MpeaycMaTpHUBaeT
CHUCTEMAaTUYECKYIO0 aKTyaJIM3allii0 — HE PEeKe YeM OJHMH pa3 B TPHU T0Jla, a TAKXKE MPHU TMOSBICHUN
HOBBIX JAHHBIX C MO3UIMHU J0KAa3aTEIbHOM MEIWIMHBI 1O BOMNPOCAM JHUAarHOCTHKH, JIEYEHUS,
NpOPUIAKTUKH W peadWIUTAllMd  KOHKPETHBIX  3a00JIeBaHHM, HaIM4YUuM O0OOCHOBAHHBIX
JOTIOTHEHUI/3aMeuaHuil K panee yrBepkaeHHbM KP, Ho He yaie 1 pa3a B 6 MecsIieB.

MeTOAOB nNpodWNakTUKW, AWAarHOCTUKW, JleYeHUss U peabunutauuu

ux

ITpunoxxenne A3

Cesi3aHHBIE JOKYMEHTbI

[Ipumeuanmue.
Hywmeparnus Tabnui 1aHa B COOTBETCTBUU C O(HUIMATIBHBIM TEKCTOM JJOKYMEHTA.
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Ta6bnuua 10. CtapToBble U MakCMMarnbHble LiefieBble A03UPOBKN OnokaTopoB

"MeAaneHHbIX"

KanbLUeBbIX

KaHanos,

NnpUMeHsieMbIX Y

nauneHToB

C

naunonatu4veckon JIAI, HacneacteeHHon JIAI, JIAI, accouMmpoBaHHOM C NpuemMom

nekapcTB,

Il ®K (BO3),

(apanTupoBaHo u3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]

Ipenapar CrapToBas 103a MakcumanbHast CyTouHas
JIO3UPOBKA
Hudeaumuu** 30 mr x 2 pa3a B IeHb 120-240 mr
Amnogunue** 2,5 mr x 1 pa3 B 1eHb 20 mr
Huntuazem™* 60 mr x 3 pa3a B IeHb 240-720 mr

MMELMX MNONOXUTENbHbIA Ba30pPeaKTUBHbIA TecT

Ta6nuua 11. CpaBHuTenbHas ¢papmakoguHamuka n dapmakokuHeTnka PA u
HeXenaTtenbHble ABNIeHUs, CBAA3aHHble C UX npuemMoMm (aganTupoBaHo u3 Aversa M,

et al., 2015)
Bozenrag** AmMOpuzeHTan™** Manuresrag**
AOGcopOnus 50% 80% buogoctynHoCTh
(6MOIOCTYITHOCTB) HEU3BECTHA
[Tk KOHLIEHTpAINH, U 3-5 2 8
Pacnipenenenue 98 99 > 99
(cBs13pIBaHME C OENKaMHu),
%
MeTtabonuzm CYP 3A4, ['moxoponuzanust. | CYP 3A4, CYP 2C19
CYP 2C19 Okwucnenne uepes
CYP3A4, CYP
2C19
AKTHUBHBIE META0OJIUTEI Ectb Her Ectb
DIMMHUHALTHS Ileuenounasa IToueunas IToueunas, meyeHOYHAS
[Tepuox monyBeIBeICHUS, T | 5-8 13,6-16,5 16
[Toseimenne AJIT nnu 10 2,3 3,4
ACT
> 3 BEpXHHUX IPAHUI]
HOPMBI, %
[Mepudepuyeckne orekn, |16,7 28,4 18,2
%
CHMKeHue ypoBHS 15 10 13,2

remoryioouna, %
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IIpumeyanue.

HyMepaI_[I/IH Ta6J'II/II_I JaHa B COOTBCTCTBHUHU C 0(1)I/II_II/IaJ'IBHBIM TCKCTOM JOKYMCHTA.

Tabnuua 13. PekomeHpauuu
KOMOMHMPOBAHHOW JleKapCTBEHHOMN
runepteH3uun (rpynna 1) B cootBeTCTBUM C DYHKLUOHANbHbLIM Knaccom BcemupHon
opraHusauumu 3apaBooxpaHeHusa (agantupoBaHo u3 Galie N., et al. 2015 ESC/ERS

Guidelines) [6]

Tepanus

MarnureHTag** B 1OIIOJIHEHUE K
cuwiieHapUITy

Puoruryat** B mononHeHue K
0o3eHTany**

Cenekcunar B nonojHeHue k OPA
u/vm cunaenaduna

NnonpocT MHransiuMoOHHbIN B
JIONIOJTHEHHE K 603eHTaHy™*

AMOpu3eHTaH™* B 10MOHEHUE K
cunaeHapuIy

bo3enran** B monoiHeHNE K
cuiieHauiy

Cungenadui B JOMOIHEHUE K
0o03eHTany**

Hpyrue nBoitHbIe KOMOWHAIINH
Hpyrue TpoiiHble KOMOMHAIH

Puonuryar** B nonosHeHue K
cuiieHaduTy

IIpumeyanue.

no
Tepanuu

achcekTMBHOCTU
AN neroyHomn

OK IV BO3

nocnegoBaTenbHOMN

apTepuanbHOM

EOK VPP VYA

Pexomennanun
OK 11 BO3 DK 111 BO3
EOK VYVP EOK VVP
Y1 Yaa
1B A2 IB A2 11aC
IB A2 IB A2 11aC
1B A2 IB A2 11aC
11bB B3 IIhB B3 1IbC
1IbC C3 IIbC C3 1IbC
IIbC C3 IIbC C3 1IbC
1IbC C3 IIbC C3 1IbC
IIbC C3 IIbC C3 1IbC
IIbC C3 IIbC C3 1IbC
1B A2 1IIB A2 1B

B2

B2

B2

C3

C3

C3

C3

C3
C3
A2

HYMGPaHI/IH Ta6J'[I/IH JaHa B COOTBETCTBUU C O(l)I/IHI/IaJ'IBHBIM TEKCTOM JTOKYMCHTA.

Tabnuua 16. AHanNM3 KNMHUYECKUX WUCCNefOoBaHWUW, MNOCBSALUEHHbIX OLeHKe
3chpeKTMBHOCTU N 6e30NacHOCTU NPUMEeHeHUs cneundnyeckon Tepanmm rero4yHom
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aptepuanbHOM TIANEPTEeH3UM Yy NaUUMeHTOB C  JIeroOMHOW runepTeH3nen,
accouMMpoBaHHOM C NaTosioruen neBbIX Kamep cepaua

Uccnenosanue IIpenapar KonnuectBo Dddekt
MalUEeHTOB
REACH-1 boszenran** n=174 [IpekparieHo 10CpoOYHO.

CHu®B JDK  VYBenuuuBaeT 3aJ€pKKY KUIKOCTH

skk -
ENABLE bosenran h=1613 T YaCTOTY TOCIUTAIU3AINH, TOBBIIIACT
CHu®B JDK  TPAHCAMHHA3BI, IPEKPAIICHO JOCPOYHO

RELAX Cunnenapu n =216 VYay4dmiaer GU3HIECKYIO
b | . pabotocnocobHocTs (THIX, muk VO2) n
©B > 50% KaueCTBO KU3HU
J3JIA > 20 mm
pT. CT.
Guazzi M., Cungenapu n =44 J TUIA, 0 bysxmo TDK 1 JIK,
2011 1 ®B > 50% MOJIOKUTEIHHO BIUSET HA BOJIHBIN OOMEH
J3JIA > 20 MM
pT. CT.
LEPHT Promuryar* n =201 Xots J cpennee [IJIA HemocroBepHo (p =

*

cunoB oK 01)
CepJIeYHbIN UHJIEKC U yIapHbIA 00BEM T

[Tpumeuanue: CHu®B JIXK — cepaednas HemocTaTOYHOCTh ¢ HU3KOM (hpakiueil BpIOpoca
aeBoro xenynouka; @B — dpakuus Beiopoca; JICC — nerouno-cocyaucroe conporusienue; 3JIA
— JlaBJIEHUE 3aKJIMHUBaHUSA JerouHblX Kanuuigpos; TIIX — tect ¢ 6-muHyTHON X0ap00i; JIJIA —
JlaBJieHUe B JIeroyHoil aptepuu; muk VO2 — mukoBoe moTpedneHue kuciaopoaa; [IDK — mpassiit
xkenynoudek; JOK — neBblil xemynodex.

[Ipunoxenue b

AJITOPUTMBI BeJIeHUSI MallMeHTa

[Ipunoxenne b1

AJITOpUTM AeHCTBUH Bpaya npu 00¢/1eJ0BAHNM MALUEHTA C JIETOYHOMI
rurneprTeH3ueit

IIpumeyanue.
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HyMepaI_[I/IH Ta6J'II/II_I JaHa B COOTBCTCTBUHU C O(bI/II_II/IaJ'ILHbIM TCKCTOM JJOKYMCHTA.

Tabnuua 4. PacnpepeneHve neKapCTBeHHbIX MNpenapatoB M TOKCUHOB B
3aBMCMMOCTM OT CTENeHM pUCKa pa3BUTUA JNIero4YHOM apTepuaribHOMW rMnepTeH3un
[6, 11]

OnpeneneHHbIi Beposthbrit
- AMUHOpEKC - Kokaun
- OendaropamMuH - OeHunnponaHoIaMuH
Hexcdendmopamun - 3Bep000st TPOABIPSIBJICHHOTO TPaBa

- Toxcuueckoe pancoBoe Maciio - AMdeTaMrHONI0100HbIE IpenapaThl

- bengmoopekc - Uatepdepon anbda-2b u Uarepdepon Gera-la

- lazatunu6 - AKUIMpYIOLIKE MpenapaThl

- MetamderamuHbl - bo3ytunu6
- [IpoTuBOBHpYCHBIE ITpENIApPaTHI IPSMOTO ACHCTBUSA
- Uunupyoun

Ta6nuua 5. OnpegeneHne BEPOATHOCTU JIErOYHOW rMNEPTEeH3NM Ha OCHOBaHUM
AaHHbIX 3XoKapauorpaduum [6, 43]

CKOpOCTh TPUKYCHUAAIBHOU Hannuune nonoaHuTenbHbIX BepositrocTs JIT' o
perypruTaruu, M/c Ox0oKTI -npusnakos naHHbIM OxoKT

<= 2,8 nnu He u3mepsercs HET HU3Kas

<= 2,8 niu He u3MepserTcs Ja cpenHsis
2,9-3,4 HET cpemHsis
2,9-34 na BBICOKas
>34 He TpeOyeTcst BBICOKAs

Tabnuua 6. [JononHutenbHble axokapauorpadunyeckme MPU3HaKW,

NoBbIWAKLNEe YPOBEeHb BEPOATHOCTU JIErOYHOW TUMEPTEH3UMU B AONOSIHEHUe K
M3MEepPEHNI0 CKOPOCTU TPUKYCNUAanbLHOWN peryprutauum [6, 43]

Kenynouxn Jlerounas aprepus HwxHss nonast BeHa u npaBoe
npencepaue
Bpems yckopenus kpoBotoka | uamerp HIIB > 21 mm B
CooTHOIIIEHNE TUaMETPOB | B BEIHOCSIIIEM TPAKTE COYETaHUH C YMEHBIIICHUEM
IPaBOT0/JIEBOTO npaBoro xenynouka < 105 | cnagenus Ha Broxe (< 50% c
JKENTyI0YKOB Ha YPOBHE M/C u/unu PE3KHM BJIOXOM HOCOM HJIH
0a3anpHBIX cerMeHToB > 1,0 | cpeHeCHCTOIMYECKOe <20% Ha (poHE CIOKOHHOTO
MPUKPBITHE JIBIXQHMUS)
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Yniaomenue

MEXKENyT0UKOBOH
NEPEropo KU (MHAEKC
9KCLEHTPUYHOCTH JIEBOT'O
xenyznouka > 1,1 B cucrony
W/ AUACTOITY)

CKOpOCTh paHHEU
JINaCTOJIMYECKOU
MyJIbMOHAJIbHOM
peryprutanuu > 2,2 M/c

> 18 cm?

[Tnomane mpaBoro npeacepaus

(u3MepeHne B KOHIIE CHCTOJIBI)

Jlnamerp JIerouHOM apTepun
>25 MM

[Ipumeuanue: [DK — npaBsiit sxenynouek; JIA — nerounas aprepusi; HIIB — HuxHss nonas
Bena; IIIl — mnpaBoe mnpencepnue. M3 — unnekc skcuentpuuHoctu; AT BTIDK —

CHUCTOJIMYECKOEC BPEMs YCKOPECHUA IIOTOKA B BEIXOAHOM TPaKTE IIPaBOIro KEIya0o4Ka.

Ta6nuua 7. AnropuTMm AMarHOCTUKM B 3aBUCUMOCTU OT BEPOATHOCTU JIero4HOMN
rMnepTeH3un no AaHHbIM 3XoKapauorpacgpum y naumMeHTOB C  KIMHUYECKUMU

cmMmnToMmamMm

npum

Hannydimm

unum

OTCYTCTBUMN

¢hakTOpOB puUCKa Jero4yHom

apTepuanbHOM TUMEPTEeH3UN U XPOHUYECKOM TPOMOOIMOONUYECKON Fero4yHom
runepTeH3um [6, 43, 65-67]

BepositHoc | IIpm oTcyrcTBUM YVP | EOK [Ipn Hanuuun YVP EOK
16 JII' IO (bakToOpoB prcka YA ¢dakropoB pucka | Y
JTAHHBIM JIAT/XTOJT JIATY/

OxoKTI' XTOJr

Huskas PaccmotpeTh B3 1la-C PexomennoBath B3 l1a-C
ANbTEPHATUBHBIN 9x0KI'-KOHTpOIb
JIMarHo3

Cpennss Paccmotpets B3 Ila-C | PexomennoBate |B2 Ila-B
ATbTEPHATUBHBIN noo0ce0BaHue,
nuaraos u DOxoKI - Bkatouast UBKC
KOHTPOJTb
BosmoxHO C5 lIb-C B2 lla-B
paccMOTpETh
noo0ce10BaHne

Bricokas JlooOcnemoBanue, A2 I-C PexoMennoBsath A2 I-C
srirouast UYUBKC noo0ciaeroBaHue,

BKTrouass YBKC
Ta6bnuua 8. OcHOBHble ¢hopmynbl AnNA pacyeTa remMoauHaMUYeCKUX
nokasarenem
ITokaszarenn ®opmyia
Cpennee IJIA, MM pT. cT. (CIUIA + 2*1AJIA)/3
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Cepneunsrii uaaexc (CH), 1/Mun/m? MOK/momaas moBepXHOCTH Tela
JICC, en. Byna (cpen. JIA-3JIA)/MOK

TIIT", MM pT. CT. cpen. JJIA-J13JIA

HIIT", MM pT. CT. JITA-I3JIA

[Ipumeuanue: JIJIA — naBnenue B nerounou aprepun; C/JIA — cucronuueckoe JaBjieHUE B
nerouHoi aprepun; JJIJIA — nuacronuueckoe naBieHue B JieroyHoi aprepuun; MOK —
MUHYTHBIH 00beM KpoBooOparieHus; JICC — merouynoe cocyaucroe conpotusienue; J3J1A
— J1aBJICHUE 3aKJIMHUBAHUS.

Pucynok 1. JluarHoctuka JIErOYHOW THUIEPTEH3UHM U €¢ MPUYMH: MEPBUYHOE 00CIIeI0BaHUE
ManUCHTOB C UCKIIIOYCHUEM YaCThIX MPUYUH U UX MapIIPpyTHU3alUA B 3aBUCUMOCTH OT BEPOATHOCTHU
HAJIMYUS  JICTOYHOW apTepUabHON TMIEPTEH3MH WM XPOHHYECKOH TPOMOO3IMOOINIECKOM
JerovyHol runeprensun (amantupoBano u3 Frost A, et al. Eur Respir J. 2019; 53(1). pii: 1801904)
[43].

AHaMMED, CHMNTOMBI, 1a0, TECTH,
YRAILIBAOWME Ha T

|

Hurran Momck ap. npwams
Ou,e"u BEPOATHOCTH axo Kr BEPOATHOCTE MM Nﬁﬂme”“e
BLIRBACHME NAYMEHTOB BuicTpoe ~
BRICOKOID PUCKa Hanpasnaexwe SRSty S—
BLIABACHHBIX [ M-
NaymeHTos 1
-
B/ sam nepdysmouman
f}":: ::c;:"“ b e cupmHTHrpaden « KT+ @B 0
P | Mavecrse cxpummura XTI/0
1 B/N cam wopma NaTonors NesbIX Kamep cepaya
g ( ) MM NETKMX NOATBEPIMAEHA.
& HCKN0MMTE NATONOTMIO NeBbIX Beaenue 8 COOTBETCTBNM ¢
§ KAMEP CEPALL MW NerkmMX | AMOPHTMOM IR ITHX
2 1 sabonesanmin
S (" HeT KAMHMYECKH IHAUMMOA |
= NATOAOTHM NEBLIX KAMED
% O T -
r
[HArHOCTHRS PeaKmuX (
npwssm N0 L INCACPTHLIR UEHTD
- -

[Tpumeuanue: BentunsuuonHo-nepgdysuonHas (B/II) cuunTurpadus Jerkux B KauecTBe
CKPHHHHTOBOTO METOJIa MOYKET OBITh 3aMeHEeHa Ha TNep(y3HOHHYIO CIMHTUTPAQHIO JIETKUX B
COYeTaHUM ¢ peHTreHorpaduen rpyanoit kinerku win KT opraHoB rpyaHoN KJIETKH B COYETaHUU C
KOMIUIEKCHOW OIIGHKOM (YHKIMW BHEIIHETO JbIxaHuWs. [Ipy OTCYTCTBHM BO3MOKHOCTH
BBIMOJIHEHUST Tep(y3HOHHOW cUMHTUrpaduu JeTKUX MoxeT ObiTh BbimosHeHa MCKT-
aHTHONyJIbMOHOTpadus.
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[Ipumeuanwue.

Hymepanus Tabaui 1aHa B COOTBETCTBUU C OPUIMATIBHBIM TEKCTOM JOKYMEHTA.

Ta6nuua 14. Kputepum AMarHOCTUKN NeroyHOM apTepuanbHOW rMNepTeH3umn u
BE€HOOKKITI03UOHHOW 6one3Hu (agantupoBaHo u3 Montani D. et al., 2016)

Jlerounas aptepuanbHast
TUTIEPTEH3US

BeHookkr03M0HHasA 00J1€3Hb JIETKUX

I'eneTuxka

KannunatHele reHbl

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

EIF2AK4

Tun HacnenoBanuss | AyTOCOMHO- AYyTOCOMHO-PELIECCUBHBIM
JIOMUHAHTHBIN

DNUAEMHUOIOT U

PacnpocTpanennocts | 15 ciyqyaeB Ha 1 MiH 1-2 cnydast Ha 1 MJTH HaceleHust
HaCEJICHUS

ITon XKenmuns! npeobnagaror | Hetr mpeobiananus

Kypenue Bosmosknas accounanus | Yarme uem mipu JIAT

[Ipodeccuonanbubie | OTCYTCTBYIOT Oprannueckue pacTBOPUTETH

BPEIHOCTH

®DakTOpsI pUCKa

JlexapcrtBa n

Hpenap aThI AJIA JICUCHUA

AJ'IKI/IJ'II/Ipy}OH_II/Ie OUTOCTATHUKHU

TOKCHHBI OKHPEHMSI LIEHTPAJIbHOTO
NeicTBus, a3aTHHUO,
uHTEpPEpoH
AccomuupoBannbsie | C3CT, BIIC, BUU- C3CT, B ocHoBHOM CC/]
COCTOSIHUS UHEKIUs, MopTalbHas
TUIEePTEH3Us
CumnTomsl
KpoBoxapkaHbe Bo3moxHO Bo3moxHO
Xpurnsl OTCyTCTBYIOT Penko, npu pa3BuTHM OTEKA JIETKUX
IIneBpanbHblii BHINIOT | Bo3MoxkeH Bo3moxen

qpe3BeHo3Ha${ KaTeTCpusanusd cepaua

Cpennee IJIA,
J3JIA, JICC

T cpennero JIJIA,

T cpennero JIJIA, nHopmansroe JI3JIA,
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HopmasibHoe JI3JIA,
T J1cc

(ilee

OcTpsrit
Ba30PEaKTUBHBIH
TECT

[MonoxurenpHbiii y 10%
MAIUEHTOB C
uanomnarnyeckoi JIAI

~ 10% (HE cy>KUT OCHOBAHUEM JIJIsI
HazHavyeHus: BKK)

DyHKIMS BHELIHETO JIbIXaHUS

O®BI1, ®XEJI, OEJI

Hopwma win
HE3HAYUTEIIBHO CHUYKEHBI

HOpMa NN HC3HAYUTCIIbHO CHUXKCHBI

DLCO

Hopma win
HE3HAYUTEIIBHO CHUKEHA

Pesko cumxena

PaO- B mokoe

Hopwma unu
HE3HAYUTEIIBHO CHUKEHA

Yacto PE3KO CHUIKCHA

Hecarypanus npu
OH

Yacto nmpucyrcrByer

YacTo pe3ko CHMKEHA

BI/I3yaJ'II/ISI/Ipy10H_[I/Ie MCTOJAbI

MCKT opranos OObBIYHO TapeHXNMa HenTtponobynspHoe "MaToBoe CTEKIO",
IPY/AHOM KJIETKH C JIETKUX HE U3MEHEHa YTOJILEHUE MEK0IbKOBBIX
BHYTPUBEHHBIM MIePEeropoIoK, yBeITUUCHHE

0OJIIOCHBIM AMM(PaTHUECKUX Y3JI0B CPEIOCTEHUS
KOHTPacCTUPOBAHUEM

CuunTurpadus OObIuHO HOpMa OO0bIuHO HOpMa

JIETKUX

nepdy3noHHas B
COYETaHHH CO

CIMHTUTpaduen
JIETKUX
BEHTUISILIMOHHON
bpouxockonus
BAIJI Hopma [Ipu3Haky CKpBITOrO JIETOYHOTO
KpOBOTEYECHUS
Jleuenune
Taprernas JIAT'- PannomusupoBaHubie Puck pa3ButHs OTeKa JIETKHX.
Tepanus KJINHUYECKHUE [IpoTBOpEUNBBIE JaHHBIE
HCCIIeN0BaHUs HEMHOT'OYHCIICHHBIX HAOII0JeHUN
MTOATBEPKIAFOT
3¢ (HEeKTUBHOCTH B
OTHOILIEHUU
FeMOJMHAMUYECKUX
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nokasaresiei, Gu3naeckoi
paboTOCIOCOOHOCTH,
BBEDKHBAEMOCTH

[Ipumeuanue: JIAT JeroyHasi aprepuanbHas runeprensus; C3CT CHUCTEMHbBIE
3a0osieBanus coenuHutenbHor TkaHu; BIIC — Bpoxnennele nopoku cepiaua; BUYU — Bupyc
uMMmyHoaeduiuta denoseka; [[3JIA — nmaBrneHue 3akJIMHUBAHUS JETOYHBIX KamwuisipoB; JICC —
JgeroyHo-cocyaucroe comportusienue; O®B1 — obwvem ¢opcupoBannoro Beinoxa; DOXEJI —
dbopcupoBaHHas Ku3HEHHas eMKocTh Jerkux; OEJI — o6mas emxocts nerkux; DLCO —
muddy3noHHasT CIOCOOHOCTh JIETKUX MO OKCcHIy yriiepona; paOz — mapuuanbHOE JIaBICHHE
kucinopona; OH ¢usmveckass Harpyska; MCKT MYJIbTUCTIMPAJIbHAS  KOMITbIOTEpHAs

tomorpadust; V/Q — BeHTHIAIMOHHO-TIepdy3rnoHHast; BAJI — OpoHX0anbBEOISIPHBIN JTaBaX.

Tabnuua 15.

OvnddepeHumnansHan

ANarHoCTuka

Mexay

nerovyHomn

rmnepTeH3nen, acCouMMpoBaHHOM C NaTosiorMen neBbiX Kamep cepaua, U Nero4yHoum
apTtepuanbHou runepTeH3suen (agantuposaHo us McLaughlin V.V,, et al., 2016)

IIpennonaraemas jierousas
apTepuagbHasi THIEPTEH3US

HpezmonaraeMa;I JICTOYHasd
TUICPTCH3UA, aCCOIUHUPOBAHHAA C
MaTOJOTUeH JIEBBIX KaMep cepaua

Knununyeckue npuzHaku

Monoxe, ceMeHHBIN
aHaMHe3, (aKTOpBI PUCKa,
aCCOIIMUPOBAHHBIC
3abonesanus (C3CT, BIIC,
BUY u np.)

Crapiue, aprepuanbHas
TUIEPTEH3Us, CaXapHbli 1nader,
HNBC, naaekc Macchel Teaa

> 30 kr/mM?, KITMHAYECKAs KapTHHA
3aCTOMHOM CEpAECYHON
HEJOCTATOYHOCTH, CEPACUHAs
acTMa/OTeK JIETKUX B aHAMHE3e,
OpPTOITHO?

OKT IToBopoT anekTpuueckoit | I1oBOpOT anekTpuueckon ocu
ocH BIpaBo, runeprpodus | BieBo, runeprpodus JDK,
IDK bubpusuALus npencepauit

Oxoxapauorpadus

[IpaBblii xeyg04eK YBenunueH MoskeT ObITh yBEJIMUEH

JleBoe npencepaue Hopma YBenuueHo

CooTHo1IEHKE TPABOTrO U
JIEBOTO IIpeacepauit

IIpaBoe npencepaue
OoJIbIIIe JIEBOTO

[IpaBoe npencepane MeHbIIE
JIEBOTO MIpeacepaust

KPOBOTOK, COOTHOLIECHUE
E/A

npencepans
MexoxenynoukoBas [Tporu6 BreBo [Tporu6 Bnpaso
Ieperopoaka
TparncMUTpaTbHBIN <=1 >1

110 ns 121


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomeHgaunn — JleroyHas r’mnepTeH3nd, B TOM YUCe XpoHn4eckas TpOM6OSM6OJ’IML‘IeCKaH lerovHad rmnepTeH3nsa —

2020 (03.06.2021) — Y1BepxaeHbl MuHsapasom PO

Honmneporpamma
JaTepanbHOrO CETMEHTa
¢$ubpo3HOro KOJIBLIA
MUTPAJIBHOTO KJIallaHa
E/Em

<8

>10

Pentrenorpamma opraHos
IPYAHOM KIIETKH

YBenuueHue npaBbiX
KaMmep, paciiupeHa
JICTOYHAs apTepus,
o0eIHEHHE JIErOYHOT O
KPOBOTOKA Ha nepudepun

3acTolHbBIC H3MCHEHHS B JICTKHX,
nuHun Kepiu, mieBpanbHblil
BBINOT, YBEJIMYEHHUE JIEBBIX KaMep
cepaua

Uccnenosanue
HECTIPOBOIIMPOBAHHBIX
IBIXaTeNbHBIX 00BEMOB U
IIOTOKOB, HCCJICJIOBaHUE
b dy3noHHON
CIIOCOOHOCTH JIETKHX

Hopma unu nerkue
00CTPYKTHBHBIE
Hapywmenus, JJICO —
HOpMa WJIH JIETKO CHID)KEHA,
kamuuisipaoe pCO2 <= 36
MM PT. CT.

Hopma unu nerkue
OOCTPYKTHBHBIE HapyIICHUS,
JJICO — nopwma,

kanuuisipHoe pCO2 > 36 MM pT. CT.

KJIETKU C BHYTPHUBEHHBIM
OOJFOCHBIM
KOHTPAaCTUPOBAHUEM

uckmoyenus JII' rpynmsr 3
u4

bruomapxkepsr BNP/NT-proBNP BNP/NT-proBNP noBsiiien
MOBBILIEH

DprocnupoMerpus Huskuii PetCOy, PetCO; — HopMa uiu cierka
cHmxkaercs npu OH. CHIKEH, He cHuxkaercs npu OH,
Bricoknii Ve/VCOg2, Ve/VCO3, He MOBBIIAETCS TIPU
nosblmaercs npu ®H OH

MCKT opranos rpyaHoii | Ucrionb3yeTcs aiis Ucnonp3yeTcs 115 MCKITIOYEHUS

JIT" rpyniniet 3 u 4

CuunTHrpadus Jerkux
nepy3uoHHas B
COUYETaHUH CO
CLHUHTHUTpadueil Terkux
BEHTHJISLIMOHHOMN

Hcnons3yercs ans
uckirrouenns X TOJIT

Hcnons3yercs 11 UCKII0YEHUS
XTOJIr

UpesBeHo3HAs
KaTeTepusalus cepama

J3JIA <= 15 mm pr. cT.,
JICC > 3 en. Byna,
HIIT >7 mm pr. CT.

J3JIA > 15 mm pr. cT.,
JIII" <5 MM pT. CT., HO MOKET
OBITH ¥ > 7 MM PT. CT.

[Ipumeuanune: JIAT

— JICro4YHas apTepuaJbHas THUIICPTCH3HUA,

C3CT -

CHCTCMHBIC

3a0oneBanus coeauHuTenbHOM Tkanu; BIIC — BpoxkaeHnnsle mopoku cepiama; BUY — Bupyc
uMMyHoAepuiTa uenoBeka, Al' — aprepuanbHas runeprensusi; UbC — uimemunyeckass 60se3Hb
cepaua; MMT — wunnekc wmacceel Tenma; CH — cepaeunas HepoctarouHocTh, OKIT —
anextpokapauorpamma; IDK — mnpaseii xenynouek; JDOK — neBslii kemypouek; [JJICO —
T y3uoHHas CHOCOOHOCTh JIETKMX MO OKcuay yriepoaa; pCOz — mapuuaibHOE JaBlCHHE
nByokucu yraepoaa; BNP/NT-proBNP — warpuitypernueckuit mnentua u  N-KOHIEBOM
HaTpuiyperndeckuil nmponentun; PetCO2 — mapruaibHOE AaBJIEHHE YITIEKUCIOrO Ta3a B KOHILE
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BoIIoxa; Ve/VCO2 mnuK — BEHTWIATOPHBI OSKBHBAJCHT JABYOKucH yriaepoma; MCKT —
MYJIBTHCTIUPAJIbHAsE KOMITbIoTepHasi ToMorpadust; V/Q — BeHTmsimoHHo-nepdy3uonnas; [13J1A —
JIaBJICHUE 3aKJIMHUBAHUsS JIETOYHBIX KanuuisipoB; JICC — Jero4Ho-cocyaucToe COMPOTHBIICHUE;
HIIT" — nauacTonnm4ecKuii myJbMOHAIbHBIN TPaJUEHT.

IIpumeyanue.
Hywmepanus Tabnun gaHa B COOTBETCTBUU € OQUIMATIBHBIM TEKCTOM JJOKYMEHTA.

Ta6nuua 17. ANroputMm AMHAMUYECKOro HabnraeHUs NauMeHTOB C JIero4HoMm
apTepuanbHOW runepTeHsven (aganTupoBaHo no matepuanam 6" World Symposium
on Pulmonary Hypertension, 2018) [6]

Ucxon Kaxast Kaxnmeie  Yepes 3-4 mecsina B cnyaae
HO e 3-6 6-12 MocJie U3MEHEHUs YXYALICHUS
MECSIIIe MECSIIEB Tepanuu
B
Knunnueckas onieHka u + + + + +
onpexnenenue GK
OKT + + + + +
THIX/mkana bopra + + + + +
Ilynbcokcumerpus + + + + +
DprocuupoMeTpus + + + <*>
Oxoxapauorpadus + + + +
CranpmaptHoe + + + + +
n1abopaTtopHoe
o0crenoBaHue
BNP/NT-proBNP + + + + +
UpesBeHO3HAs + + <*F> + <*F> + <*>

KaTeTepu3anus cepana
[Ipumeuanue: <*> — peKOMeHIyeTcs pacCCMOTPETh BO3MOKHOCTb.

IIpumeyanue.
Hywmepanus pucyHKOB 1aHa B COOTBETCTBUH C OUIIHAIBHBIM TEKCTOM JOKYMEHTA.

Pucynok 3. AusroputMm o0cnenoBaHus OOJNBHOTO C TOJ03PEHHEM HA XPOHHUYECKYIO
TPOMOO3IMOOIUYECKYIO JIETOYHYIO THIEPTEH3UI0 U XPOHUUYECKYI0 TPOMO03IMOO0InYecKyto 060je3Hb
(amantupoBano u3 Wilkens H, et al., 2018) [33]
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s N
AHAMHES, CHMNTOMATHIS ¥
APHIHAKH, COMAETENBCTEYIOLIE
o XTIB/XT3aNr
\_ y,

!

'd B
Tpaucropakansman IxoKr

Husxan sepontHocTs I, MO COXPAMRETCR

-
= nogosperne Ha XTINF/XTI6
MpomencyTounan fascoKas
e - nr KapanonynsmoHansHoe
HAMPYIOUHOE TECTHPROBAMME
Ravnnie sa XTINT/XTIE Her garnbix 3a XTINM/XTI6
CuMHTHIpadnA Nernmnx NepdyInoMMan + ] r
* MoMEK APYIMX NPREMH
[ BEHTHAAUMOHHAA CUMHTHIPASHA NerKmx J Her aanusix 3a XTIB/XTINT L

Hax sMnmsesym 1 cormenTapinii uam 2
cybcermentapunix gedexta nepdysnun

[ Pedepentinii uewtp NM/XTINM ]

.

YBKC, MCKT opramos rpyaMon nonocim ¢
DHYTPHOCHKLIM GONROCHLIM KOHTPACTHPOBAHKHEM,
MMBASHBHAA ANMMONYALMONOT padaun

Ta6nuua 18. BbinonHeHuMe cTaHpapTa o6cnegoBaHUMA B 3aBMCUMOCTU OT
YPOBHA MEOULMHCKOIo yYpexaeHus

HanmMenoBaHne MEIUIIMHCKON YCIIyTH Yposens MCII YPOBEHb MEIUITMHCKOU
OpraHu3aIuu
Peructpanus smekTpokapauorpaMmbl ITepBuunas PernonanbHbIiit
Xonreposckoe monutopupoBanre DKI'  [lepBuunas PernonanbHbIiit
[IpunensHas peHTreHorpadust opraHoB [TepBuunas PernonanbHbIiit

TPYAHOH KJIETKH

VYapTpa3BykoBOe HcclieoBaHue opraHoB  [lepBuuHas PernonanpHbIit
OPIONIHOM MOJOCTH (KOMILJIEKCHOE)

Oxokapauorpadus [TepBuuHast/crienuany PervnoHambHBIN
3UpOBAHHAS

Dxokapauorpadus YpecuIeBOTHAS Cnenmanu3upoBaHHa PernoHanbHbIN
A

MCKT opraHoB rpyHON KJIETKH C Cnernuanu3upoBaHHa PernoHanbHBINA

BHYTPUBEHHBIM OOJIFOCHBIM A

KOHTPAaCTUPOBAHUEM

CuuaTarpadus 1erkux nepy3sunoHHas Cnernuanu3upoBaHHa PernoHabHBINA/IKCIIEPTH
o bII LEHTP
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CuunTHrpadus nerkux nepy3suoHHas B
COYETaHUU CO CLUHTHUrpaduelt JIerkux
BEHTUJISILIMOHHOM

Koponaporpadus (npu Hanmuauu
MOKa3aHMUi)

AHrHomynpMoHorpadus

CrangaptHoe mabopaTopHoe
o0cienoBanue

Onpenenenue anTuTen kiiaccoB M, G
(IgM, IgG) x Bupycy ummyHoaepuuura
yenoBeka BUY-1 (Human
immunodeficiency virus HIV 1) B xpoBw,
Onpenenenue antTuten kiaccop M, G
(IgM, IgG) x Bupycy ummyHoaepuuura
yenoBeka BUY-2 (Human
immunodeficiency virus HIV 2) B kpoBu

I/IMMYHOJIOFI/ILIGCKI/IG TCCTHI

I'eneTnyeckoe O6CJ'ICI[OB8.HI/I€

N-TepMHUHaIbHBIA (hparMEeHT MO3TOBOTO
HaTpuilyperuueckoro npomnentuaa (NT-
proBNP)

HccenoBanue HECITPOBOITMPOBAHHBIX
JIBIXaTeJIbHBIX 00BEMOB M IIOTOKOB,
uccienoBanue 1upy3noHHON
CITOCOOHOCTH JIETKUX

HOJ'II/ICOMHOFpa(I)I/I‘-ICCKOG HCCICI0OBAHUC

EpOHXOCKOHI/ISI C IUTOJIOTUYCCKUM
HCCICIOBAaHUCM JIaBaKHOM KHUIKOCTH

MarHuTHO-pe30HaHCHas ToMorpadus
cep/a U MarucTpajabHBIX COCYIOB
UpesBeHO3Has KaTeTepu3alus cepama

OprocuupoMeTpus

Ponopaspemenne

CrneunanusupoBaHHa
s

CrneunanusupoBaHHa
s

CHCI_[I/IaJ'II/IBI/II)OBaHHa
s

IlepBruunas

[TepBuynas +
CIelUaTu3UPOBAHHAS

Crneunanu3upoBaHHa
s

CHGL{I/IaJ'II/ISI/IpOBaHHa
s

Crneunanu3upoBaHHa
s

Crneunanu3upoBaHHa
s

CHGHI/IaJ'II/ISI/IpOBaHHa
s

Crneunanu3upoBaHHa
s

CHCLII/IaJII/ISI/IPOBaHHa
s

Cnenuanu3upoBaHHA
s

CHCLII/IaJII/ISI/IPOBaHHa
s

Cnernuanu3upoBaHHa

OKCHEpPTHBIN LEHTP

PernonanbHbIiit
PernonanbHbIN/3KCIEPTH
bIi LEHTP

PernonanpHEbIi

PervonanbHbIN

PernonanpHbli

DKCHepTHBIA UEHTP

PernonanpHbIi

OKCHEepTHBIN LEHTP

DKCHEepTHBIA LEHTP
PernonanbabIi/

AKCIEPTHBIN LEHTP
OKCIEPTHBIN LIEHTP
OKCIEPTHBIN LIEHTP

OKCHEPTHBIN LEHTP

OKCHEepTHBIN LEHTP
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Cneunanu3upoBaHHa OKCIEPTHBIA HEHTP

[Ipunoxenne b2

AJITOPUTM JeHCTBUH Bpaya MpPH ONpeae/ieHNd TAKTHKH JIeYeHHUs MAlUeHTa ¢
JIETOYHOM apTePUHAJIbHON rMNepTeH3uen

[Ipumeuanue.

HyMepauI/m PUCYHKOB JJlaHa B COOTBETCTBUU C O(i)HI_II/IaJ'IBHLIM TEKCTOM IOKYMCHTA.

Pucynok 2. Anroputm BBIOOpPAa ONTHMAJIbHON TAKTHKH JIEYCHHUS MAIMEHTOB C JIETOYHOM
apTepualibHOi runeprensueii [10]

NAT sepudmumnposana s O6ume MeponpUAaTMa
IKCNEPTHOM UeHTpe Noggeprusaouan rTepanma
) 4
WdH BAIOPEIXTHDHLIA I BasopeaxTuoHuii TecT
TecY WAL /wNAT/anAT 11-11 DK
<
“i “-¥ BAIOPEAKTHBNBIA
Tecr
v
Husxmin | NpomemyTounbii | Buicormdi puex
MoHoTepanua s i T
oTARABNBIX FRYNNAX
NPT - m&um? ':::; Tepanma
\ KOMBHHMPOBANHAA '_’?
~ Tepanua ‘_—_____-—-—'
._\ i - —
4 Yepes 3-6 mec. nevenna
MNayuent ywe MpomexcyTounbii | Bolcokui
Ha Tgpan“u PUCK
Husnmn prcx | 1
o kit i TPORKAA NOCAGAOBITENDHAR
Tepanua
\{ Yepes 3-6 mec. nesenma ]
MBKCHMANBHAR TEPANHA e —
e 4 npmemymnct:iﬂ Boicoxmit
TRPAHCANAHTAUM M e
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[Ipumeuanue.
Hywmepariius pucyHKOB JaHa B COOTBETCTBUU C O(UIIMATHHBIM TEKCTOM JOKYMEHTA.

Pucynok 4. Anroputm jae4eHHs] XpOHHYECKOW TPOMOOIMOOIMIECKOM JIErOYHON THIIEPTEH3UN
(amantupoBano u3 Galie N. et al. 2015 ESC/ERS Guidelines) [6]

s ~
XTINT/XTIE
[AHArHo3 NOATEEPHAEH B IKCMEPTHOM LEHTDE
L S
/ 3\

MNOMHIHEHHAR BHTUKOATYARHTHAR TEPANHA +
NOAAEPHMBAIOULARA TEPANHA

( g
Ouenxa onepalensHocTy B yeurpe XTI @
Texuuuecku neonepabensubii
Texumuecku onepabenbubiii NoAyumnTh BTOPOE INCNEPTHOE JAKAIUEHWE B
OTHOLWEHMH onepaBensHocTH

T
) |
HebraronpuATHO® ( ¥ '
b puex/ . Tapretuan Pwo
Moy opoe Umryar 18
S E— y NEKAPCTBEHHAR TEPANMA flpyrve IIbB
!
- |
TpomGaHaapTepaIKTOMHA Mepenctmpyicuan/ . t
ws NIA POLAMNPYIORIEN BAT/IA 8 3KCNEPTHOM
CHMATOMMAR NI . uexTpe
v
TpawcnaanTaL ] ( MNepeHcTHpyIonian TAMENAR
NErKHX J L cumnTomHan A

IIpunoxenue B

Nudopmanus st nauueHTOB

Jlerounast runepTeH3us — 3TO COCTOSHUE, PU KOTOPOM MPOUCXOJUT MOBBIIEHNUE JABJICHUS B
cocyZax JIETKUX B pe3ylbTaTe pa3HOOOpa3HbIX MpUUWH U 3a0oseBanuil. Hanbonee yacto neroyHas
runieptensus (JII') pazBuBaercs Ha (oHE MCXOTHO CYIIECTBYIONIUX 3a00JIEBaHUMN Cepila, JIETKUX,
TPOMOOTUYECKUX COCTOSIHUN M CUCTEMHBIX 3a00JIeBaHUI COETUHUTENBbHON TkaHu. bonee peakumu
NpUYMHAMHU JUIsi BO3HMKHOBeHUs JII' sBisroTcs XpoHuueckuwe 3aboneBanus mneueHn u BUY-
uHpekuus. OnHako OBIBAIOT CUTYallMd, KOT/Ia He ynaeTcss oOHapyxkuTh npuuuny JII, u B Takom
ciydae JII' Ha3pIBaIOT MAMONATHYECKOM JIETOYHOW apTepuaiibHol runeprensueit (JIAT).

Cumnromaruka JII' HecmenuduuHa U 0OBIYHO XapaKTEPHU3yeTCs OABIIIKON MpU (PU3HUECKUX
Harpyskax, KOTopasi MpOTPECCUPYET CO BpeMeHeM; oOmiel cimabocThio, cepaieduenueM. bomu B
TPYJHON KIJIETKE, TOJIOBOKPYKCHHSI W CHHKOIAIbHBIE COCTOSHUS TpU (UINYECKON HaArpysKe
SABJIAKOTCA KpaﬁHe He6HaFOHpI/I${THI)IMI/I CHUMIITOMaMHU. A IIOSIBJIEHHE OTEKOB HIKHHUX KOHG‘-IHOCTeﬁ,
yBEJIMUYEHUE B 00beMe KUBOTA, HaOyXaHue W MyJIbCallis BEH IIEH SBISIOTCS MPU3HAKAMHE TSHKETOM
HEJOCTAaTOYHOCTH TMPABBIX KaMep cepaiia W CBUACTEIBCTBYIOT O JaJieKO 3allle/lIeld CTaauu
3a00JIeBaHUA.
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JIAT" BcTpeudaercs y JrOJ€M BCceX BO3PACTOB, pac, Kak y MYXK4YMH, TaKk M y JKEHIIMH. Bpaun
pasHBIX CIeUUaIbHOCTEH MOTYT JuarHoctupoBath u Jjeuuth JII. OOBeM wuccrienoBaHuii,
BeimosiHsieMbld  mipu JII', goctarouno Oosblio W BKIIOYaeT B ce0s  TPExae BCEro
sXoKapauorpauio, HccieJoBaHue (QYHKUIUU JIETKUX, KOMIBIOTEPHYIO TOMOIpaduio OpraHoB
TPYIHOW KJIETKH C KOHTPACTUPOBAHHEM, YJIBTPA3BYKOBOE HCCIIEOBAaHUE OPIOIIHOM IMOJOCTH H
BBINOJIHEHHE pa3HOOOpa3HbIX UCCiIe0BaHUI KpoBU. BrisBinenue npuunnsl JII' MoxxeT notpedoBaTh
KOHCYJIbTAIlMM IyJbMOHOJIOTA, peBMAaroyiora, HHQeKnuoHucra. OnHaKO HaWOONBIIMHA OMNBIT B
BeieHnu nauueHToB ¢ JII', mpexkae Bcero, MMEIT Bpauu-KapJUoJIory, B 0COOEHHOCTH paboTaroiiye
B CIELMAIU3UPOBAHHBIX LIEHTpPaX, IJE€ CYLIECTBYET BO3MOYKHOCTb BBIIIOJHEHUS 30HIUPOBAHUS
KaMep cepilia — UCClIeOBaHus, 6€3 KOTOPOro HEBO3MOXKHO IMOCTABUTh OKOHYATEIbHBINA JUArHo3 U
OTIpeNIeNIUTh TAKTUKY BeneHus 0onpHOro ¢ JII.

[TpuHIMNMaTBHO BBLEISIOT TpH BapuaHTa JII' ¢ paznnuHbiMu U@paMu AaBIeHUS B Kamepax
cepila U JErOYHOM apTepuu: MpeKanuwuisipHas (apTepuaibHas), TOCTKANWIUIIpHAs (BEHO3HAas) U
cMellaHHas  (aprepuanbHas + BEHO3Has) JierouHas rumepreH3us. OxapakTepu30BaTh
reMOJIMHAMUYECKUI BApUAHT BO3MOYKHO TOJBKO BO BpeMs MNPOBEICHUsS HMHBA3MBHOIO METOJA
UCCIIEIOBAHMsI — 30HAUPOBAaHUA KaMep cepaua. JJanHoe ucciaenoBanue sSBIsSETCs MPUHIUITNAIBHBIM
Kak uig Bepudukanuu camoro auarHosa JII', yCcTaHOBIEHUS €ro TUNA, TaK M JUIS ONPEACICHUs
BO3MOYKHOCTH Ha3HayeHMs OJOKAaTOpPOB "MENIEHHBIX" KalbLIMEBBIX KAHAIOB WM CHELU(PHUECKUX
aHTUIEPTEH3UBHBIX MpenapaToB miusa Jiedenus JIAI. Hanuume BeHO3HOM (MOCTKaNMIUIIPHOMN)
JEroOYHONM THUIEPTEH3UH SBISAETCS IPOTHBOIOKA3aHMEM JJIsi Ha3HAueHHs CHelM(pUUECKHX
AQHTUIIEPTEH3UBHBIX IpenapaTtoB Juist jedeHus JIAD, mockoibKy acCOLMUPOBAHO C YBEIUYEHHEM
TOCIUTAIN3ALMN ¢ HApaCTaHUEM IIPU3HAKOB CEPAECUYHON HEJJOCTATOUHOCTH U CMEPTHOCTH.

JIAT', B 3aBUCUMOCTH OT 3THOJIOTUU, MOXET BOSHUKATH B PA3JIMYHOM BO3PACTE U PA3BUBATHCS
C pa3jIMYHONl CKOPOCTBIO: KaK IIOCTENeHHO, Ha (OHE MpenCylIeCTBYIOMEro 3a0oaeBaHus
(BpOXXIEHHOTO TIOPOKAa CEpAla, CKIECPOJESPMHUH, MATOJIOTHH JIETKHMX U T.J.), TaK U JOCTATOYHO
CTPEMHUTENBHO Yy TanueHTa ©O0e3 BWAMMBIX MPHYMH, KaK d5TO TMPOUCXOIUT B Clydae C
uauonarndeckou JIAT .

YuuTeiBas, 4YTO OJBIIIKA TpU (PUINYECKON HArpy3Ke SBISETCS OJHUM M3 OCHOBHBIX
CHUMIITOMOB JIETOYHOW THMepTeH3uu, manueHty c¢ JII' morpebyercs mepecMOTpeTh €XeTHEBHYIO
(GU3NYECKYI0 AKTUBHOCTh. DOJBIIMHCTBO MAlMEHTOB, J>KUBYIIMX C JIETOYHOW THIEpTEH3UEH,
HaxoJAT, YTO WM CTAHOBUTCS HE MO CHUJIaM TOT aKTHBHBIM 00pa3 >KM3HU, K KOTOPOMY OHH
npuBbIkid. ClieyeT OmpeaeiuTh MPUOPUTETHI B BOMpPOCAX, TPEOYIOUMUX OBICTPOTrO pEIIeHHUs, a
TaKKe B JieJIaX, KOTOPBIE MOTYT MOA0XKIATh. ITO MOMOXKET CKOHIIEHTPUPOBATHCS HA BAXKHBIX JIEJIaX.
[enu 1OMKHBI OBITh peaTUCTUYHBIMU JIJISI BBITIOJTHEHUS, a BPEMSsl JUISl MX PEIIeHUs] — JOCTaTOUHBIM.
3a01aroBpeMeHHOE TUIAaHUPOBAHUE MOE3JJ0K M JTOCTATOYHOE BpPEeMsl MO3BOJIST HE TOPOMUTHCA U HE
ycyryosate cumntombl JII'. BONMBIIMHCTBY MaliMeHTOB CO BPEMEHEM IMPUXOJIUTCA OCTABUTH PaHEE
BBITIOJHSAEMYIO pabOTy U UCKaTh HOBYIO, O0JIe€e JIETKYIO.

B Hacrosiiiee BpeMsi He YCTaHOBJIEHO, KaK BIUSIOT (PU3MUECKHUE YIPaXHEHUS Ha MPOTHO3 IpU
JeroyHol runepTeH3uu. He cyliecTByeT ONpeAeseHHbIX MporpamMMm JedyeOHOW (HU3KYIbTYpHI
UMEHHO JJis TMAalUeHTOB C JIETOYHOM apTepuaibHOW rumnepreHsueil. OObeM TOMyCTHUMBIX
Oe30macHbIX (PU3MUYECKUX HArpy3o0K OINpeaessieTcss IMocje BCECTOPOHHEro OOCIIeOBaHUS B
skcnepTHoM 1eHTpe JIAIT Bpaduom-kapauonoroMm-crnenuanucrom no JIAI. CopeBHoBaTelbHbIE
BUJBI CIIOPTA, TIOJbEM TSDKECTEH HexenaTeNnbHbl 17 nanueHToB ¢ JIAI. B GonbmmHCTBE ciyyaeB
00beM TOMyCTUMON (M3UIECKON HArpy3KH OompenenseTcs cuMnToMmamu 3aboneBanus. Kpome toro,
oOcyx/eHue (U3NYECKUX HArpy30K BO3MOXKHO TOJIBKO Yy TMAI[MEHTOB, HAaXOAIIUXCS Ha
ONTUMAJIFHON crienu(pUYecKol Teparnuy aHTUIepTeH3UBHBIMY Npenaparamu ais geuenus JIAD npu
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OTCYTCTBUHM TaKUX CHMIITOMOB, KaK TOJIOBOKPYXCHHS/TIOTEpH CO3HAHHWS, HAPYIIEHUS PHUTMA,
KPOBOXapKaHbE, OTCKU HW)KHUX KOHEUYHOCTEH.

HeoOxomumo crnemoBaTh CIEAYIOIMM MpaBWiaM, 4TOObl HE HAHECTH BpEl: 3aHATHE
(GU3NYECKUMHU YIPAKHEHUSAMU HEOOXOIMMO OCTAaHOBUTH IPU MOSBICHUM TaKUX NPHU3HAKOB, Kak
obmas cnabocTh, YCTAlOCTh, OILIYIIEHHE CIABIUBaHUA B TPYIHOM KJIETKE, YYalleHHOI'O
cepAueOneHns, roJ0BOKPYKEHHS WIN YPe3MEPHOM OJbIIIKN. Mexny ynpaKHEHUSIMHU UCIOJIb3yHTe
JIOCTAaTOYHOE BpeMs JUis BOCCTaHOBJIeHMA. V30eraiite (u3M4ecKkoil akKTUBHOCTH HA YJHIE TpU
HU3KOW WJIM BBICOKOW TEMIIEPAType, BBICOKOM BJIAYKHOCTH.

[TanenTam C JIETOYHOM apTepUaNTbHON TUIIEPTEH3UEH HEeKeNaTeIbHbI IPeObIBAaHNE B CAYHE H
Jpyrue BUJIbl THIPOTEPAINH, a TAKXKE MaccaxX U (pU3noTepaneBTUYECKHE BO3ACHCTBUS.

[TanieHTaM C JIETOYHOW apTEepPHAJIbHON TUIEPTEH3UEH HEeXenaTeIbHO NpeObIBaHHE B
YCIIOBUSX BBICOKOTOpbs (60ee 2000 M HaJ ypoBHEM MOPSI) UITU 3aHATHUS JAWBHHTOM.

XKenatenpHo, 4TOOBI 4WIEHBI CeMbU M ONHM3KHE NApYy3bsi ObUIM HMHGOpMHUpOBaHBI Bamu 00
umeromemcs y Bac 3a6oneBanun. Iloanepxka O1M3KuX Kak B OBITOBOM, TaK M ICUXOJIOTHYECKOM
OTHOLIEHUH MOXET CYLIECTBEHHO OOJIETYUTH €KEIHEBHYIO HArpy3Ky U 3MOLMOHAJIbHOE Opemsl.
OOpareHue 3a MOMOIIBIO K MEJUIIMHCKOMY IICUXOJIOTY, aKTUBHOE y4acTHE B TpyNIax MOAJIEPKKU
NAIMEHTOB MOTYT IOJIO)KUTEIBHO IOBJIMATH Ha MNpUHATHE Bamu 3aboneBaHus, ajanTanuio K
HEOIPEICIEHHOCTH, CBA3aHHON C CEphE3HBIM XPOHUYECKUM YTPOXKAIOLINM KU3HU 3a00JIeBaHUEM, U
KOHCTPYKTHUBHYIO COBMECTHYIO padOTy C JIeHaluM BpauoM.

[TaneHTKaM C JIEFOYHOM apTepUanbHOM TUIepTeH3Ue NPOTUBOINOKa3aHa OepeMEHHOCTb,
YUNTBIBasi BBICOKMI PHCK MAaTEpPUHCKOW JIETAJIBHOCTH KaK BO BpeMsi OEpeMEHHOCTH, TaK U B
1OoCIEpoAOBOM Iepuofe. Jlaxke B ciaydae YyCHEIIHOTO POAOPa3pelIeHUs TEYEHHUE JIETOYHOU
apTEpHAIIBHOM THIEPTEH3UU CYILIECTBEHHO YXYAIIAETCA I0CIE POoaopaspelieHus. bepemeHHas
HalMeHTKa ¢ JIETOYHOM apTepuaibHOM IunepTeH3ueil 1omkHa ObITh POKOHCYIBTHPOBAHA BPAYOM-
KapAuoioroM-cuernuanuctoM o JIAI' skcriepTHOro nepuHaTaIbHOrO EHTPa KaK MOXKHO ObICTpee ¢
MOMEHTA BbISBIIEHUS] OEPEMEHHOCTH Ul ONpe/ieeHusl TAKTUKU BeAeHus. ClieyeT uMeTh B BUY,
YTO OOJBIIMHCTBO IIpenapaToB creuu(UYecKol Tepanuu CrnocoOHbl BBI3BIBATH YpPOJCTBA U
aHOM&JIMM  pa3BUTHs y 1MjIofga. TeM He MeHee, o00beM cHenu@HUUEcKod Tepanuu
aQHTUNEPTEH3UBHBIMU TipenapatamMu Juist JjedeHuss JIAIT Bo BpeMss O€peMEHHOCTH JOJKEH
ONpEeNeNATbCA  TSKECTbIO  3a00J€BaHUMs M PUCKOM  JleTanbHOCTU. [locKonbKy —TrpyaHoe
BCKapMJIMBaHHE SBIsieTcd OOJIbIION HArpy3Koi, TO PEKOMEHAYETCSl MOJAaBJICHHE JIaKTalluu Yy
nanuenTok ¢ JIAT.

Ecnm 3ammanupoBaHo omepaTUBHOE BMEMIATEIBCTBO, HEOOXOJMMa KOHCYJbTallUs Bpada-
kapauosora-cnenuanucra no JIAI' B skcneptHoM 1eHTpe. BakHO NmOHMMAaTh, YTO pEHIEHUE O
[[EIeCO00Pa3HOCTH, CpOKax, MeToAax o00e300muBaHus JOHKHO TPUHUMATHCS KOMaHAON
CIECIMAIMCTOB, KOTOpas BKJIIOYAET Bpaya-KapAHuoJiora, Bpada-peaHMMATOJIOra-aHEeCTe3uoJiora M
HEIMOCPECTBEHHO OIEPUPYIOLIETr0 Bpada-xupypra. Ilpeanodrenue ormaercss perMoHapHOM, a He
obmelt anecre3uu. [lo Bo3moxkHOCcTH manueHTsl ¢ JIATT TOJDKHBI HANpaBIATHCS AJIS BBITIOJTHEHUS
IJIAHOBBIX ONEPATUBHBIX BMEIIATENBCTB B KPYITHbIE SKCIIEPTHBIE LEHTphI JII'.

[Tanmentsl ¢ JIAI' 4yBCTBUTENBHBI K BO3HMKHOBEHHIO ITHEBMOHHMH, KOTOpas MOKET CTaTh
IPUYMHOW CMEPTU. PexoMeHayeTrcs MpOBOAWUTH BaKIMHALUIO I[IPOTUB BUPYCa TIpUIIA U
MTHEBMOKOKKA. VckitoueHrneM MOryT ObITh MNAIUEHThl C CHCTEMHBIMH 3a00JeBaHUSIMU
coeauHUTENbHOM TkaHu M BUY-uHpexiuei, perieHne O BaKIUHALKMU Y KOTOPBIX JOJIKHO
MPUHUMATHCS C YYETOM aKTHUBHOCTH OCHOBHOM MaTOJIOTMH PEBMATOJIOTaMU M MH(PEKIIMOHUCTaMHU.
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[Tpu JII' HeT KaKWUX-MUOO CHEUUATBHBIX JUET WIH MPOAYKTOB, KOTOPBIE MOTYT YCYryOUTh
00JIE3Hb.

[Ipu mnosBieHun oTekoB y manueHToB ¢ JIADT ciemyer OrpaHuyuTh yIOTpeOIeHHE
IIOBAPEHHOM COJM M KOJIMYECTBO BBIMMBAEMOWN XKMAKOCTH. [loBapeHHast coib CONEPKUT HATpPHIA,
KOTOPBI peryiupyer OanmaHc >KUIAKOCTH B opranm3me. Korga conepkaHue >KHIKOCTH B TKaHSIX
YBEJIMYUBACTCS, 00bEM KPOBU TaKXKe YBEIMUMUBACTCS, YTO COMIPOBOXKIACTCS YBEIUUCHUEM HArpy3KH
Ha cepjue. JonycTumbiii 00beM BBITUBAEMON KUIAKOCTH OMPEACIISICTCS UHIMBUAYAIBHO J€UAIUM
JIOKTOPOM, HO Yallle BCEro He JI0JKEH MPeBbIIIaTh 6ojee 2 IUTPOB 3a CYTKHU.

I[HSI HOpMaJIM3aluy BOJAHOT'O Oananca MOT'YT IIOMOYb CJICAYIOIIHUEC COBCTHI.

Crnenyer u3MepATh KOJIUYECTBO BBIIMBAEMOM XKUIKOCTU B TEYEHUE CYTOK, 110 KPalHEH Mepe B
TE€YEHHE IEPBbIX HECKOJIbKUX HeleNb. /[Ba IUTpa XKUAKOCTU PaBHAIOTCA B CPEAHEM & dYalllKaM.
Cymbl, MOpOXKEHOE, *Kelle TaKKe NOJDKHBI ObITh IMOCUMTAHbI KAaK JKUJIKOCTH. YBEJIUYEHUE Beca —
OJIMH U3 NEPBbIX MPU3HAKOB 33JCPKKHU KUIKOCTH. HeoOXxo1umMo B3BEIIMBATHCS €XKEIHEBHO YTPOM
HATOIAK U 3anuchiBaTh Bec. [Ipu npubaBke Beca Ha 2 1 OoJiee KI 3a HEJIEMIO MPH MPEKHEM PEXUME
IUTaHUs HEOOXOAUMO YBEJOMUTH 00 3TOM CBOEro Bpauya.

[Ipy mnosiBneHMM WK BO30OHOBICHUM TOJIOBOKPYXEHHUS WM TIOTeph CO3HAHUSA IPH
¢u3nyecKux Harpys3kax, KpOBOXapKaHbsl, BO3HUKHOBEHUHU IIPUCTYIOB CEpALEOMEHHS CIENyeT
He3aMeUIMTEIbHO COOOIUTh 00 3TOM JieHaleMy Bpady.

[TompoObHO Ha Bce BOIPOCHI, CBSI3aHHBIE C JUArHO30M 'JIErovHas TUnepTeH3us", oOpazom
KHU3HU U JICYEHUEM, MOXKET OTBETUTh Bpay — CIIELUAINCT I10 JIETOYHOW T'MIIePTEH3UH.

B Hacrosiee Bpems HeT JekapcTBa, ussieuuBatomiero JII. OpHako cCyliecTBYIOT
cneuuduyeckre npenapaTsl, CO3JAaHHbIE CIEUUAIBHO Ui MALUEHTOB C JIETOYHOM apTepHalbHON
TUIIEPTEH3UEH. PerymsipHblli nprueM JMaHHBIX IIpEnaparoB NPUBOAWT K CHM)KEHHMIO JIETOYHOTO
COCYIUCTOTO CONpPOTUBJICHUS W YIYYLICHHUIO HAIOJIHEHUS KPOBBIO JIEBBIX KaMep cepAla, 4To
COIPOBOXKAAETCA YMEHbBIIEHUEM OJBIIIKN U YBEJIMYEHUEM MIEPEHOCUMOCTH (PU3MUECKUX HArpy30K.
Bpau, sBnsromuiicst cnenuanuctoM 1o JII', monbupaer agekBaTHOE COCTOSIHUIO MAllUEHTA JIeUSHHE.
Bce nanuenTst ¢ JII' pa3Hble, mo3ToMy 1o100p Tepanuu OCYIIECTBISETCS UHIUBUIYATbHO.

[TanmenTy ¢ ycraHoBieHHbIM jauarHozoMm JII' moka3zaHo THIaTeNbHOE aMOyJIaTOpHOE
HabOmoieHue. Yactora BUBUTOB 3aBUCUT OT UCXOJIHOTO COCTOSIHHS MAallMeHTa U MOKET BapbUPOBAThH
oT 1 Mecsma ¢ MOMeHTa crapra cnenuduueckoit Tepanuu 10 3-6 mecsue. Tpebdyercst peryisipHbIi
IIPUEM JIEKQpCTBEHHBIX IpPENapaToB CTPOrO0 B COOTBETCTBUM C PEXKHMMOM JedeHus. B ciyuae
npruemMa IMypeTHKOB — eXeJTHEBHBIN KOHTPOJIb Beca U Juypesa, Bappapuna** — MHO exemecsiuHo,
npu npueme Oo3eHTaHa™*, aMOpu3eHTaHa™™® — exeMeCSUHbI KOHTPOJb MEYEHOUYHBIX TECTOB U
KOHTPOJIb YPOBHS reMoriio0nHa yepe3 3 Mecsiia ¢ MOMEHTa Havyalla Teparuu.

JlerouHasi apTepuaibHasi TMIIEPTEH3US HE SIBJISIETCS IPOTUBOIIOKA3aHNUEM ISl aBUATIEPETIETOB.
Opnako mMmanueHTaM ¢ HU3KOW carypauued Mo KUCIopoldy B mokoe (myiabcokcumerpus 90% u
MeHee) Ierecoo0pa3sHo HMH(POPMHUPOBAaTH AaBMAKOMIAHMIO O BO3MOXKHOM MOTpeOHOCTH B
KHCJIOPOJHOM MOJIEPAKKE BO BPEMS aBHAIIEpeEIIeTa.

BceM manmeHTaM, COBEPIIAIOIIUM aBHAIIEPENEThl B APYIHE CTPaHbl, BAJKHO PEKOMEHIO0BAThH
UMETh IIpU ce0e MEeTULIMHCKHUE TOKYMEHTBI O JTUarHo3€e, MECTOHAXO0XKACHUN OMKalIIero MECTHOTO
nenrpa JII', KoHTaKTHON MH(OPMAITH C HUM.
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[Tpumeuanwue.

[Ipunoxenue I'

Hywmepanus Ta0aui 1aHa B COOTBETCTBUU € O(PUIMAIBLHBIM TEKCTOM JIOKYMEHTA.

Ta6nuua 9. Puck ctpatudumkaumm naumMeHTOB C JleroYyHoOW apTepuanbHOMU
runepteH3ven (apgantuposaHo u3 Galie N, et al. 2015 ESC/ERS Guidelines for the
diagnosis and treatment of pulmonary hypertension) [6]

JleTepMHUHAHTBI TIPOTHO32
(JlerambHOCTH B Te€UeHHE |
roja)

Knununueckue npuzHaku
IIPaBOKEIIYT0YKOBON
CepJIeYHON HETOCTATOYHOCTHU

[TporpeccupoBanue
CHUMIITOMOB

CuHKOI

DyHKIMOHAJIBHBIN KJIaCC
(BO3)

THIX

OprocnupomMeTpust

Yposenb N-TepMUHAIBHOTO
(dbparMeHTa MO3TOBOTO
HaTPUHNYpETUYECKOT O
npornentuaa (NT-proBNP)

Buzyanusupyronme MeTo bl
(axokapauorpadus, MPT
Cepla U MaruCTPAIbHBIX
COCY/IOB)

Huzkuit puck
<5%

OTCyTCTBYIOT

Her

Her

> 440 M

ITukosoe VO3 >
15 mu/mMun/xr

(> 65% ot
MIPOTHO3UPYEMOTO)

VE/NVCO2
SKBUBAJIEHT < 36

BNP < 50 ur/m.
NT-proBNP < 300

HT/N

IImomane ITIT < 18
cM?.

[TepuxapauanbHbl
¥ BBITIOT

YMepeHHBIN pUCK
5-10%

OTCyTCTBYIOT

Mennennoe

Penkue cuHKOMBI

165-440 m

ITuxosoe VO2 11-15
MJI/MUAH/KT

(35-65% ot
MIPOTHO3UPYEMOTO),

VE/VCO;,
SKBHUBAJIEHT 36-44,9

BNP 50-300 ur/m.

NT-proBNP 300-
1400 ar/n

IInomans 1T 18-26
oM.

[TepukapauanbHOTO
BBITNIOTA HET UJTU

Bricokuii puck
> 10%

[IpucyrcrByror

BbeicTpoe

[ToBTOpHBIE
CUHKOIIBI

v

<165M

ITukoBoe VO3 <
11 mu/mMun/xr

(<35% ot
IPOTHO3HPYEMOT

0),

VE/VCO;
AKBHUBAJICHT >=

45
BNP > 300 ur/n.

NT-proBNP >
1400 ur/n

IInmomans III1 >
26 cMm2.

Ilepukapauansx
BI{ BBINIOT
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OTCYTCTBYET MUHHUMAaJIbHBIN

I'emognHamuka I < 8 mm pr. AT 8-14 mm pr. ct. I > 14 MM pr.
CT. CT.
CU>=25 CH2,0-2,4 Cn<2,0
n/MuH/M?, 1/MUH/M?. J1/MUH/M?.
SvO2 > 65% SvO2 60-65% SvO2 < 60%

[Tpumeuanue: THIX — TecT ¢ 6-munyTHOM X0AK00M; CU — cepaeunsiii unaekc; MPT cepana u
MarucTpPaIbHBIX COCYJIOB — MAarHUTHO-PE30HAHCHas ToMorpadus cepAla W MarucTpalbHbIX
cocynmoB; NT-proBNP — N-tepmuHanpHbBIA  (QparMEHT MO3rOBOIO  HATPUHYPETUUYECKOTO
nponentuaa; Il — npaBoe mpencepaue; HIIIl — naBnenune B npaBom mpencepauu; SvOz —
caTypalys KUCIOpPOJOM CMelIaHHON BeHo3HOM kpoBHU; VE/VCO2 — BEeHTUISTOPHBIN SKBUBAJICHT 110
COz2; VO, — notpebieHue KHCIopoa.

Hossle, uznannsie B 2020-2021 rr. u opunuanbHo yTBepKaEHHBIE MUH31paBoM PO,
KIIMHUYCCKUC PCKOMCH AN (pYKOBOI[CTBa, IIPOTOKOJIbI JIC‘{CHI/IH) — HA HAIIIEM CaWTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-to keM-To JaHHBINM JOKYMEHT ObLT paHee pacreuaTaH, JaHHoe n3oopaxenne QR-koma
MTOMOJKET BaM OBICTPO MEPENTH IO CChUTKE ¢ OYMa)KHOM KOMUU — B HEM HAXOJUTCS 3Ta CChLIKA.
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