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Cnucok cokpameHui

ADP — aHTaroHuctel penentopoB sHAoTenuHa (ATX AHTUTHIEPTCH3UBHBIE CPEACTBA IS
JIEYEHUs1 JIETOYHOM apTepranbHON THIIEPTEH3UN )

Amnarnoru npoctanukinia — npoctanounibl (ATX AHTuarperanTsl KpoMe renapuHa)

Aronuctel peuenrtopo III] - aronuctsl perentopoB npocranukianHa (ATX AHTHArperanThbl
KpOMe TeIlaprHa)

Bazompeccopsr — Bazonpeccopsl (ATX anperepruueckue u 10aMUHEPTUICCKIE CPEICTBA)
JKHBJIII — u3HEHHO HEOOXOMMbIE U BaKHEHIIINE JIEKapCTBEHHBIE TPEmapaThl

KU — kiimHHYecKoe ucciae0BaHue

KP — knnHMuYecKkue pekoMeHaauu

MKB 10 — MexaynapoaHas kinaccudukanus 6one3neit 10-ro mepecmorpa

MHH — MexnayHapoiHOe HETaTEHTOBAHHOE HAUMEHOBAHUE

PI" — paGouas rpymnma

P® — Poccuiickas @enepanus

Y /I — ypoBeHb JOCTOBEPHOCTHU JOKA3ATEIbCTB

VYVYP — ypoBeHb yOSAUTEIBHOCTH PEKOMEH AN

BKK — 6;10kaTOphl KanbIIMEBBIX KaHAIOB

BO3 — BecemupHas opranuszanus 31paBoOXpaHEHUs

BIIC — BposxaeHHBII TOPOK cepala

JJUIA — nuactonuueckoe JaBjIeHHE B JIETOUHON apTepUH

J3JIA — naBneHune 3aKJIMHUBAaHUSA JETOYHOM apTepun

JUIA/ cpIVTA — naBieHue B IerOUHON apTepun/ CpeiHee NaBjieHue B JIETOYHOM apTepun

N3JI —unTepcTuimaibHoe 3a00JI€BaHNUE JIETKUX

NIIAT — uaunonaTtudeckas JIerouHasi apTepuaibHasi THIIEPTEH3US

ND/I3-5 — unruburops! pochonusrcrepassl S tuna (ATX [Ipenapatst s neyeHUs 3peKTHILHON
TUCHYHKITUH)

KT- xomnbroTepHas Tomorpadus

JIA — nerounas aprepust

JIAT — nerouHas apTepuanbHas TUIEPTEH3US

JIAT -cnenuduueckue npenapatel — ADP, ananoru [1]/1, aronuctsr penientopos 1, UDJID-5,
ctumyJiaTopsl pI'Ll

JIBOb — nerouHas BEHOOKKJIIO3MOHHAas 00JI€3Hb

JII" — nerounas runepTeH3us
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JITT/ JIXK — neBoe npencepaune/ JIEBBIA KeTyI09CK

JIKT" — nerounblii KamWJUISIPHBIA TEMAHTIOMATO3

JICC — nerounoe cocyaucToe ColpoTUBIEHUE

MKK — Manblii Kpyr KpoBooOpalleHus

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus

HJIAT — nacneacTBeHHas JeroyHas apTepuaibHas TUNepTeH3Us

HIIB — HmxHss 11071251 BEHA

IDK — npaBslii sxkeny1o4ex

noptolll’ — mopTomnynbMOHaNIbHAS TUIIEPTEH3US

ITOAK — nipsimbie opanbHble aHTUKOAryJISHTBI (ATX TIpsimbie ”HTHOUTOPBI TPOMOMHA, TIPSIMBIC
UHTUOUTOPHI (hakropa Xa)

[T — mpaBoe npencepane

[11] — mpocTanukiInH

pI'Ll — pacTBopuMast ryaHunIaTHHKIa3a

PKU — panioMHU3upOBaHHOE KOHTPOJIUPYEMOE UCCIECTOBAHUE

CB — cepneunslii BEIOpOC

CIJIA/ pCHJIA — cuctonuueckoe JaBjieHHe B JerouHoi aprepun/ pacuetnoe CJIJIA
C13CT — cucremHoe 3a005ieBaHNE COSTUHUTENLHON TKaHH

ctumyistop pl'll — ctumynstop pactBopumoit ryanunarumkiassl (ATX aHTUrunepTeH3uBHbIE
CpeICTBA JJIsl JIEUEHUS JIETOYHOW apTepUabHON TUIIEPTEH3HH )

CH — cepaeuHblil HHAEKC

CH — cepaeuHas HEIOCTaTOYHOCTh

CHu®B — cepieynast HEZJOCTaTOYHOCTh C HU3KOM (hpakiireit BrIOpoca

CHc®B — cepaeuynast HEZJOCTaTOYHOCTh C COXpaHEHHOU (ppakiueii BriOpoca

CCJl — cucreMHas CKIepoaepMus

TK — TpukycnuaaabHbIi KianaH

THIX — TecT ¢ mIeCTUMUHYTHOU X01b00M

TOJIA - TpoM605MO0IMS JIETOYHON apTepuu

OB/l — ¢(yHKIMS BHEIIHErO JbIXaHHs, HCCIEAO0BAaHHE HECIPOBOIMPOBAHHBIX JbIXaTEIbHBIX
00BEMOB U ITOTOKOB

OK — pyHKIHMOHAIBHBIN Ki1acc

XOBJI — xponuueckast 0OCTpyKTUBHasE O0JI€3Hb JIETKUX

XTOBJI — xponudeckas TpomO0aMOoIMyecKas 601e3Hb JIETKUX



XTOJIT— xporudeckasi TpoMO0IMOOTMIECKast JIeTOYHAs THIICPTCH3US

1l M® — nukimuecknii ryanosuaMoHopochaT UBKC — upe3BeHo3Has KaTeTepusaius cepa
OKI — snexTpokapanorpaMma

OKMO - 3xcTpakopropaibHass MeMOpaHHasi OKCUTCHAITUS

9T-1 — sgmorenun-1

Ox0KI" — sxokapaunorpadus

BMPR-II (bone morphogenetic protein receptor II) — perenTop KOCTHOrO MOP(HOreHETUIECKOTO
oenka II Tuna

DLCO — nuddys3nonHas crnocoOHOCTh JIETKUX JII MOHOOKCHJA YIiepoja, HCCIeIOBaHUE
1 dy3u0HHOM CITOCOOHOCTH JIETKUX

NO —okcun azota

NT-proBNP — N-tepMuHaibHbIH pparMeHT MO3rOBOTO HATPUIYPETUYECKOTO MPOIIENTH A
NYHA — Hbm—ﬁopKCKaﬂ Kapu0J0Tru4YecKas acColuanus

PaCO2 — nmaprmanbHoe 1aBjeHHe YTIEKUCIOro ra3a B apTepUaIbHOM KPOBU

PaO2 — napuuanpHoe JaBiIeHHE KUCIOPOa B apTepUaIbHON KPOBU

PETCO2 — napuuanbHoe JaBiI€HHUE YTIEKUCIOro ra3a B KOHIIE BbIAOXA

Qp/Qs — oTHomIeHHEe OOBEMHOrO JIETOYHOTO KpoBOTOKa (Qp) K 0OBEMHOMY CHCTEMHOMY
KpOBOTOKY (Qs)

SvO2— caTypanusi Kucia0poia B CMEIIaHHONW BEHO3HOU KPOBU

TAPSE —cucronuyeckas s3kckypcus (prOpo3HOro KoJiblia TPUKYCIUAAIBHOTO KiarnaHa
VE/VCO2—BeHTUISIIMOHHBIN KBUBAJICHT IO YIJIEKUCIOMY ra3y

VO2peak — nukoBoe notpediieHre KUCI0poaa



TepMUHBI U onIpeaeIeHUs

JlokazaTteqnbHasi MeQMIMHA — HaJJIeXallee, IOCIEA0BATEIbHOE M OCMBICIEHHOE
UCIIOJIb30BAHUE COBPEMEHHBIX HAWIYYIIHUX JI0Ka3aTelIbCTB (pe3y/ibTaTOB KIMHUYECKUX
MCCJIEI0BAHMI) B IPOIIECCE MPUHSATHS PEIICHUI O COCTOSIHUY 3/I0POBbS U JICUEHUHU nanueHTa [1].
3a0osieBaHNe — BO3HMKAIOIIEE B CBSI3U C BO3/CHCTBUEM MATOTEHHBIX (PaKTOPOB HapyllIECHHE
NESTEIbHOCTH  OpraHu3Ma,  paboTOCIOCOOHOCTH,  CIIOCOOHOCTH  aJanTHPOBAThCA K
M3MEHSIOIIMMCS YCIOBUSIM BHEIIHEH M BHYTPEHHEH cpebl NpU OJHOBPEMEHHOM H3MEHEHUU
3alIUTHO-KOMIICHCATOPHBIX W 3AIIUTHO-IPUCIOCOOUTENBHBIX PEaKIMA M  MEXaHHW3MOB
opranusma [2].

HNHcTpyMeHTA/IbHASL AMATHOCTHKA — JMArHOCTHKA C HCIIOJIb30BAHMEM JUId 0OCIeIOBaHUS
HalUeHTa pa3IuyHbIX TPUOOPOB, alapaToB U UHCTPYMEHTOB.

Hcxon — 110001 BO3MOXKHBIN Pe3yJIbTaT, BOSHUKAIOIINI OT BO3JCHCTBHS MPUIUHHOTO (hakTopa,
NpOQUIAKTUIECKOTO UM TePareBTUYECKOTO0 BMEIIATENIbCTBA, BCE YCTAHOBICHHBIE U3MEHEHUS
COCTOSIHMS 3/I0POBbsI, BOSHUKAIOIIME KaK CIEACTBUE BMEIIATENbCTBA [3].

Kiannuyeckoe ucciegoBanme — j1r000€ Ucciel0BaHUE, IPOBOJAUMOE C YYacTHEM YEJIOBEKa B
KayecTBe CyOBeKTa /s BBISIBICHUS WM TOATBEPXKACHUS  KIMHUYECKUX  W/WJIH
dapmakonornyeckux 3pGEeKToB HCCIeAyEeMBbIX MPOAYKTOB H/WIIM BBISABICHUS HEXKeIaTeNbHBIX
peakiuii Ha HUCCleqyeMble MPOAYKTH, W/WIM M3YyYEeHHS MX BCACBIBAHUS, paclpeaeleHus,
MeTa0oaM3Ma M BBIBEACHUS C IIENBI0 OLEHUTh HMX 0€30macHOCTh W/WiH A(P(PEKTUBHOCTD.
TepMuHb! "KIMHUYECKOE UCTIbITaHUE" U "KIMHUYECKOE HccieloBaHue" SIBISIFOTCSI CHHOHUMaMuU
[4].

KoH(pIMKT HHTepecoB — CUTYyalus, IpU KOTOPOH Yy MEAMLMHCKOTO WIH (hapMaleBTHYECKOTO
pabOTHUKA TpPU OCYIIECTBICHUH UMHU NMPO(PECCHOHAIBHON NEATEIbHOCTH BO3HUKAET JINYHAs
3aMHTEPECOBAHHOCTD B MOJyUYEHUH JINYHO JIUO0 Yepe3 MpeICTaBUTENs KOMIIAHUM MaTepHalIbHOM
BBITO/IBl WJIM MHOTO NPEUMYIIECTBA, KOTOPOE BIMIET MM MOXET MOBIUATh HAa HaJUIeXkKalllee
UCIIOJIHEHUE UMH PO ECCHOHATBHBIX 00513aHHOCTEN BCIEACTBUE TPOTUBOPEUMS MEXTY JINUHOM
3aMHTEPECOBAHHOCTHI0 MEIUIIMHCKOTO paboOTHUKAa MWIKM (apMalleBTUYECKOro pabOTHUKA H
WHTEpecamMu naruenTa [2].

JlaGopaTtopHasi JMArHOCTMKAa — COBOKYIIHOCTb METOJ/IOB, HAMNpPABJICHHBIX Ha aHaIU3
UCCIIElyeMOTr0 MaTepuajia C IMOMOIIbI0 PA3JIUYHOTO CHENHATU3UPOBAHHOTO OO0OPYOBaHUS.
Jlerounasi rumepreH3Msi — MaTo(U3MOIOTNYECKOE COCTOSIHME, JUIsI KOTOPOTO XapaKTepHO
MOBBILICHUE  JaBJIEHUS B  JIETOYHOW  apTepuu, acCOLMMPOBAHHOE C  pa3BUTHEM

MPaBOXKEITyJ0YKOBOM CEPJICUHON HEIOCTATOYHOCTH M MPEKICBPEMEHHOM THOCIBIO MAIIMEHTOB.
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JlekapcTBeHHbIe mNpenapaTbl — JIEKAPCTBEHHBIE CPEACTBA B BHUJAE JIEKAPCTBEHHBIX (POpM,
pUMEHsIeMbIe JUIs TPOMUIAKTUKY, TUATHOCTHKY, JeueHus: 3aboieBaHusl, peaduinTauuu, s
COXpaHEeHHMS, IPEAOTBPALICHUS WK TPEpbIBaHUS OEpeMEeHHOCTH [5].

MeauuuHCKU padOTHUK — (QHU3MUECKOE JIMI0, KOTOPOE HMMEET MEIUIIMHCKOE WM HHOE
oOpa3oBanue, paboTaeT B MEIUIMHCKON OpraHu3allidi U B TPYIOBbIE (JIOJDKHOCTHBIE)
00513aHHOCTH KOTOPOTO BXOJIUT OCYIIECTBICHNE METUIIUHCKOM e TeIbHOCTH, TNO0 (pU3ndecKoe
JUIO, KOTOpPOE SABISAETCS  MHAMBUIYaJIbHBIM IPEANPUHHUMATENEM, HEIOCPEACTBEHHO
OCYILECTBIISIOIIUM MEIUIIMHCKYIO IeATEeIbHOCTS [2].

MeaunuHckoe BMeNIATeJIbCTBO — BBHINOJHSAEMbIE MEIULUUHCKUM pPAOOTHUKOM M HWHBIM
pabOTHUKOM, HMEIOINIMM IPaBO HA OCYUIECTBICHHWE MEIUIIMHCKON NeATeIbHOCTH, IO
OTHOIICHHIO K MAllUEHTY, 3aTPAaruBaroie GU3NIECKOe MM ICUXUIECKOE COCTOSIHUE YeTIOBEeKa
U HUMEWIKe NpopUIAKTHUYECKYIO, JHAarHOCTUYECKYIO, JIEUEOHYI0, peaOUIMTALMOHHYIO WM
HCCJIEIOBATEIBCKYIO HAIIPABJICHHOCTh BUABI MEAUIIMHCKUX OOCIIEIOBAHUN U/UITH MEAUIIMHCKUX
MaHUMNYJSIUH, a TAK)KE UCKYCCTBEHHOE MpEephIBaHNE OEpEMEHHOCTH (abopr) [2].
Mopunduxanusa odpaza KM3HHM — MEPOINPUATHUS, HAIPABICHHbIE HAa HOpMAJIM3AlMIO Beca U
XapakTepa NUTaHUsl, IBUraTeIbHON aKTUBHOCTH, L1E€JIbI0 KOTOPBIX SIBJIETCS CHUKEHHUE CEPAEUHO-
COCYAMCTOTO PHUCKA.

IMamuenT — dusznyeckoe JUIO, KOTOPOMY OKa3bIBAETCS MEAMIIMHCKAsl MOMOIIb WM KOTOPOE
00paTUIOCh 3a OKa3aHUEM MEAMIIMHCKON IOMOIIM HE3aBUCUMO OT HAJIM4Ms y HEro 3a00JieBaHus
1 OT €ro COCTOSHHSA [2].

IMocaenoBareqpbHasi komOuHupoBanHas JIAIT cnenuduyeckasn Tepanmuss —  OTO
nocje0BaTeIbHOE Ha3HAuUeHHe ABYX U 0oJiee pa3HbIX KIacCOB CHENM(PUUECKUX MpenapaToB JUIs
JICYCHUS JISTOYHOW TUTIEPTEeH3UH [6].

PaGouas rpynma mno pa3padoTKe/aKTyajJu3allH KJIMHHUYECKHX PeKOMeHJaluil — 5TO
KOJJIEKTHB ~ CHEMAIMCTOB, pabOTalOIlMX COBMECTHO W  COTJACOBAaHHO B LEJNAX
pa3pabOTKN/aKTyaau3alMy KIMHUYECKUX PEKOMEHAALNH, 1 HECYIIUX OOIIYI0 OTBETCTBEHHOCTb
3a pe3yJIbTaThl JaHHOU paboOTHI.

CuHapoM — ycToiunBas COBOKYITHOCTb psifila CHMIITOMOB C €/IMHBIM MaToreHe3oM [7].
CocTosiHue — U3MEHEHUS OpPraHu3Ma, BO3HUKAIOIIUE B CBSI3U C BO3AEHCTBUEM ITaTOTCHHBIX U/WIIH
¢duznonoruueckux (HakTopoB U TpeOyIOIIKe OKa3aH!Us MEIUITMHCKON oMontH [2].

CraproBasi komOunupoBanHasi JIAI' cneum¢uyeckas Tepamusi — 3TO OJHOBPEMEHHOE
Ha3Ha4yeHHe JBYX U 0oJiee pa3HbIX KJIACCOB CreNU(UIECKUX MTPernapaToB Ui JEUEHUs JIErOYHOU

TUIEpTeH3UH [6].
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Te3uc-pexoMeHaanMs — OJ0KEHUE, OTPAXKAIOILEE MOPSAIOK U MPABUIBHOCTD BBIMIOJIHEHUSI TOTO
WIM WHOTO MEAMIMHCKOTO BMEIATENbCTBA, HMEIOMIET0 J0Ka3aHHYI0 3(P(GEeKTUBHOCTh U
0€30MacHOCTb.

YpoBenb ocroBepHocTH J0Ka3areabcTB (YJ) — cremneHp yBEpeHHOCTH B TOM, YTO
HaliIeHHbI 3 PeKT OT NpUMeHEeHUsI MEAUIIMHCKOTO BMEIIATeIbCTBA SBJISETCS] UICTUHHBIM [8].
YpoBenb yoenureabHocTu pekomenaaumnid (YYP) — crenens yBepeHHOCTH B JJOCTOBEPHOCTH
a¢deKTa BMEIIaTenbCcTBa U B TOM, YTO CJICOBAHHE PEKOMEHIALUSAM IPUHECET OOJIBIIE MOJIB3bI,
4yeM Bpesia B KOHKPETHOU cutyauuu [8].

Leap MenMKaMEeHTO3HOM TepanuM — CTAOMILHOE JOCTHKEHNE HU3KOTO pUCKAa CMEPTHOCTH [9,

10].
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1. KpaTrkass unpopmanus no 3a00/1eBAaHUI0 WIN COCTOSIHUIO (TpyIme

3a200J1eBaHUI UJIM COCTOSIHUM)

1.1. Onpenenenne 3a00/1eBaHUs WIN COCTOSIHUS (TPYNNbI 3200/1€BAHNH WM COCTOSTHUIA)

Jlerounasi runeprensus (JII') — remoguHamuueckoe M MaTO()U3MOJIOTHYECKOE COCTOSHHE,
KOTOPOE XapaKTEepU3yEeTCs MOBBIIIICHUEM CPEAHETO JaBiieHus B jeroyHoit aprepuu (1JIA)>20 mm
PT. CT. B [IOKOE, U3MEPEHHOTI0 P Ype3BeH03HOM KaTteTepusanuu cepana (UBKC) [11, 12].
HopmasnibHble 3HaUeHHsI JaBiCHUST B JIErOYHOM aptepum B mokoe — cpeanee JJJIA (cplJIA)
<20 mm pr. crt. [13].

JlaBjieHue 3aK/JIMHUBaHUS B JierouHoi aprepum (/[3JIA) KOCBEHHO OTpa)aeT NaBJICHHE B
JIEBOM IPEICEPANN U KOHEUHO-/INACTOINYECKOE AaBlIeHUE B JIeBOM xenynouke (JDK).
Jlerounoe cocynucroe conporujienue (JICC) — pacdeTHbli TOKa3aTesb, OTPAXKAIOLIUI
TSOKECTh TOPaXEHHUS apTepuanbHOro pycna wMainoro kpyra kpoooOpamenus (MKK) —
oTHoleHue Tpancierouynoro rpaauenta (cplJIA - JI3JIA) x cepumeunomy BbeiOpocy (CB),
u3MepsieMblid B equHunax (ex.) Byaa [mns mepeBoja B AMH X € X CM-5 BenuuuHy B ea. Byaa
cienyer ymMHOkUTh Ha 80] [13-15].

I[pexanuisipHasi Jiero4Hasi TunepreH3usi — reMmoauHamuyeckuii Bapuant JII' npu cpIJIA
>20 mm pr. cT., JA3JIA <15 mm™m pT. ct., JICC > 2 en. Byna [12].

IMocTkanuiIsspHAas JJero4Hasi runepTeH3us — remoauHamuueckuii Bapuant JII npu cp/IJIA >
20 mm prt. cT. 1 JI3JIA >15 MM prt. cT. [12].

KoMOuHnpoBaHHasi NOCT-/NMpeKANUIISIPHASA JIeTOYHASl THIIEPTEH3UsA — FTEMOAMHAMUYECKUN

Bapuant JII' mpu cpIJIA >20 mm pr. ct., A3JIA >15 mm pT. cT. u JICC > 2 en. Byga [12].

1.2 DTuHoJsioruss U maToreHe3 3a0ojieBaHMsl MJIHM COCTOSIHMS (rpynnbl 3a00JIeBaHU WU
COCTOSIHU

I'pynna 1. B ocHoBe passutust JIAI' nexaT CTpyKTypHbIE M3MEHEHUS JIETOYHBIX apTepuil/
apTeproJl 3a CYET TUIEPIJIa3ul WHTUMBbI; TUIePTpo(UH, TUIepIUIa3ud MEIUN U aJIBEHTHIINU C
(dbopMHpOBaHHEM NEPUBACKYJSPHBIX BOCHATUTENbHBIX HHPUIbTpaTOB M ¢ubposa [41, 42].
VYcroiuuBblii kK anonTto3y (EHOTHUIl SHIOTETUANbHBIX KJIETOK, XapakTepHbiii s JIAT,
CIOCOOCTBYET pAa3BUTHIO IUIEKCOTEHHOW apTepuonaTuy, NpHUBOIANIEH K CyOTOTanbHOU
obnurepanuu npocsera cocya, yBenuuenuio JICC U, B KOHEYHOM UTOTe, Meperpyske npaBoro

xenynouka (IDK). ®opmupoBaHue OHKONOAOOHOTO, MPOIH(EpaTUBHOTO (HheHOTUNA KIIETOK
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COCYJIMCTON CTEHKH CBA3BIBAIOT C HAPYIIEHUEM MHUTOXOHAPHUAIBHOIO JBbIXaHUS U YCHIICHUEM
SHEPreTUYeCKON 3aBUCHMOCTH OT a’pOOHOr0 TIUKOIM3a, YTO MPUBOJUT K IMATOJIOTHYECKOM
aKTUBAIMU (HAKTOPOB TPaHCKpHUILUH [6, 15].

KmroueBbiM  3BeHOM matorene3a JIADT  saBnsercs  SHAOTeNuanbHas  AUCHYHKIUS  C
TUTIEPIPOIYKIINEH Ba30KOHCTPUKTOPHBIX (3HIOoTeMHH-1 (DT-1), TpoMOOKCcCan A2, CEpOTOHUH) U
CHI)KEHHMEM CHHTe3a BazoaujaTupyroumx (okcunaa azora (NO), mpocTaluKiInH) cyOCTaHIUi U
dopmMupoBaHHEM TNPOTPOMOOTHYECKHX YCIOBUI; Pa3BUTHEM BOCHIAIMUTEIBHBIX PpEAKIUid B
COCYAMCTOM CTEHKE 3a CYET YTpaThl SHAOTEIMEM aHTHAI€3UOHHBIX CBOWCTB U ayTOMMMYHHBIX
HapylICHUH.

Pazeutne wu mnporpeccupoBanue JIAI' omocpenyercs B3auMOJEHCTBUEM T'€HETUYECKUX,
snureHeTndeckux (akropos (mermmposanue JIHK, momudukamym ructonoB 1 MukpoPHK) u
(dakToOpoB OKpyXkarolled cpelapl. Y mauueHtoB ¢ cemeiiHoi dopmoit JIAI' B 75% ciyuaeB
BBISIBJISIFOTCSL MyTAallUK B TeHe, KoaupyromieM perentop Tuma Il k 6enky koctHoro mopdorenesa
BMPR2, koTOpBIif OTHOCUTCS K CEMEUCTBY TpaHC(hOPMUPYIOIIETro (hakTopa pocTa U peryiupyer
MPOIIECCHI KJIETOUHOH nposindepanuu, a y nanueaToB MIATL (criopagudeckue ciydan) - B 25%
cinyuaes [18]. Ilpu cemeitnom anamuese JIAI', HanMuMy reMoOpparuuecKux TeJIeaHIMOIKTA3UN y
MAIMEHTOB BBIABISAIOTCS MyTallMd T€HOB, KOJUPYIOIINX aKTUBHH-PEIEITOP-II000HYIO0 KHHA3Y-
1 (ALK-1), sanornun u 6enku cemeiicTBa Tpanchopmupyromiero poctooro pakropa (BMPR1B,
SMAD?9). Ilpu npoBeneHn: MOJTHOTEHOMHOT'O CEKBEHUpPOBaHUA y marueHToB JIAT' BBISIBICHBI
Oosee penkue MyTallMM B FeHaX, KOJUPYIOIUX KaBeoiauH-1 u xanueBble kaHaibl (KCNK3) [6,
15, 16]. dyunkunonansHoe coctostaue [DK sBisieTcss ocHOBHBIM (DaKTOPOM, OMpPENETISIFOIINM
IpOruo3 nanueHToB JII', KoTOpbIi HAaIpPsSIMYIO 3aBUCHUT OT CTENEeHH nopaxkeHus cocynos MKK u
MHUOKap/a.

I'pynna II. 3aboneBaHusi JIEBBIX OTAENIOB CEpJla, BbI3bIBaloNIKe moBbimieHne JIJIA,
Ype3BbIYAHO TeTeporeHHbl. OCHOBHBIM MEXaHU3MOM pa3BUTHUS NocTKanuuispHon JII' aBisiercs
IIacCUBHAas IepeJayda MOBBIIICHHOTO JAaBJICHUS HAINOJHEHUS M3 JIEBBIX KaMEp CepAlla Ha BEHBI
MKK. VBennuenne JIII MOXeT CiIyuTh pPaHHUM MApKEpOM CHUCTOJMYECKOM WIH
nuacrtosmueckoi  guchynkmuu  JDK. Ha oOmHOCTE MaTOreHEeTHMUECKHMX MEXaHU3MOB
KoMOnHUpoBaHHOH noct/mpexanmuisipHoi JII' u JIAI' yka3biBaeT cXOJICTBO THCTOJIOTHYECKOM
kapTuHbl. [IoBbIIEHHOE BeHO3HOE AaBieHne B MKK mpuBOIUT K MOBPEXK IEHUIO DHIOTENNS, UTO
conpoBoxaaercs ypennueHueM cekpeunu OT-1, ymensmiennem npoaykuuu NO U CHHKEHHEM

YYBCTBUTEJIBLHOCTHU K Ba30JMJIATHPYIOIIEMY JIEHCTBUIO HATpUHypeTHdecKuX nentuaos [31].
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I'pynna III. BazokoncTpukius cocynoB MKK B OTBET Ha THMIIOKCEMHUIO € TMOCIETYIOIIMM
pEMOIEIMPOBAaHUEM apTEPUN M apTEPHUOJ — KIIOUYeBOE 3BeHO maroreHesa JII' mpu martosioruu
JIETKUX, YTO MOATBEP)KIAECTCS HAJIMYMEM KOPPEJSILIMOHHOM CBA3M Mexay BeauuunHoil cplJIA,
napuuaibHeiM JaBiieHueM kucinopona u DLCO [35, 36]. IlapagokcanbHbIii OTBET Ha
runokcemuto cocynoB MKK moxeT ObITh reHeTH4eCKH IeTEpPMUHUPOBAH. Y CTAaHOBJIEHA CBS3b
Mexay pazputrem JII' y manueHToB ¢ maTonoruei JIerkux U HocutelabcTBoM LL-nonmuMopdusma
B reie SHTT mepenocuuka ceporonuna. Hapsmy c stum, runepnpoaykuus IT-1, dakropa
HEKpo3a omyxoiei anbda, TpaHCHOPMHUPYIOMIETO POCTOBOrO (akTopa 0Oera, COCYIUCTOrO
pocTtoBoro (Qaxrtopa, a Takke MOBBIIIEHHE YpOBHS C-peakTHUBHOrO Oelika MOATBEPKIAAIOT
OOLTHOCTh MATOTr€HETUYECKUX MEXaHU3MOB pa3BuTus JII' mpu maToI0Truu JIETKUX U y MAllUEHTOB
c JIAT. JlomomuuTensHbIMU (akTOopamMu pucka pa3Butus JII' SBISIOTCS MeTaOOIMYECKHA
CUHJPOM, HHCYJIMHOPE3UCTEHTHOCTh U aCCOLMHUPOBAHHBIA C HUMM OKHCIMTENBHBIM cTpecc,
MPUBOISAIINHA K PA3BUTUIO SHIOTEIHATBEHON TUCHYHKITUH.

I'pynna IV. B naroreneze XTOJII' moMuMo XpOHHYECKOH OOCTPYKIUH TPOMOOTHUYECKUMU
MaccaMH JIETOYHBIX apTepuil 3JIACTUYECKOI0 THIA WrpaeT pojib JUCTallbHAs JIEroyHas
BacKkyJsonatus. Pa3Burue 3a00iieBaHMs CBS3BIBAIOT C HapyIIEHHEM IPOLeccoB (HhUOpUHOIM3A,
AHTHOTeHEe3a, paHHUM pa3BUTHEM (PUOPO3HBIX U3MEHEHUN ¥ BTOPUYHON BACKyJOMAaTHEH, B TOM
YKCJIE BCJIEICTBUE ATOJIOTMUYECKOT0 BO3/ICHCTBHS Pa3BUBIINXCS A0OPTO-JIETOYHBIX KOJUIaTepaien

[43].

1.3. dnuaemMuonorus 3adojieBaHus WM COCTOSIHUS (TPyNnbI 3a00/1eBaHNi TN COCTOSIHUM

JIT" siBnsietrcst rmo0anbHOM MpobIeMoit 3[paBOOXpaHEHHs: BCTpedaeTcsi mpuMepHo y 1% xureneit
MHUpPa, a B BO3pAacTHbIX Ipynmax crapme 65 yer - B 10% ciydaeB B CBSI3M C BBICOKOM
pacmpoCTpaHEHHOCThIO  Mmaronorud  cepaua u  gerkux  [20].  3abomeBaeMocTh |
pacIpoCTpaHEHHOCTh B PA3JIMYHBIX KIMHUYeckuX rpynnax JII' cymiecTBeHHO pasznuuaercs,
OJIHaKO Beyllel NPUYMHOMN SBJISIETCS AaTOJIOTHUS JIEBBIX OTAENOB cepala 1 jJerkux. HezaBucumo
OT TUIIa OCHOBHOTO 3a00JIeBaHUS pa3BUTHE U IporpeccupoBanue JII' cBA3aHO ¢ HapacTaHUEM
CHUMIITOMOB Y TIOBBIILIEHHON CMEPTHOCTHIO [21].

I'pynna 1. JIAT" otHOCUTCS K uncTy opaHHBIX 3a00J1€BaHMi, TOATOMY OCHOBHAsI HH(pOpMaLUs
0 3a00JIeBa€MOCTH M PACIPOCTPAHEHHOCTH B MOMYJALMU IOJy4eHa B HAlMOHAIBHBIX W
MEXIYHApOAHBIX pErucTpax. B SKOHOMHUYECKM pa3BUTBIX CTpaHax 3a00JeBaeMOCTb H
pacnpoctpaneHHoOcTh JIAI™ cocTtaBisier 6 u 48—55 ciydyaeB Ha MWIJIMOH B3pOCIIOTO HACEIEHUS
COOTBETCTBEHHO [12].
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B 6onsmmHCcTBe peructpoB UJIAD sBnsiercs Hanbonee pacnpocTpaHeHHOW GopMoit rpynibl [
(mo  50%), mamee cnenyror JIAI, acconuupoBaHHas C CHCTEMHBIM 3a00JICBaHHEM
coequnutenbHoll Tkanu (Ct3CT), BIIC u nopranbHas runepreH3us (MOPTOIYJIbMOHAJIbHAs
runeprensus) [6, 12]. Ilo nanHbIM poccuiickoro peructpa, cpeau 740 BrepBbl€ BBISBICHHBIX
nanuentoB JIAI' 'y 40,9% mnoarBepxknena WJIAI, nHambonee dYacThiMM NpPUYMHAMH
ACCOLIMMPOBAHHBIX (OPM OBUIM MPOCTbIE CUCTEMHO-jJerounbie myHTH (36,6%) u C13CT
(19,3%).

VY poccuiickux nanueHtoB auartHo3 JIAI' ycranaBnuBaiics B Bo3pacte 45,2+14,9 ner [17]. B
peructpe HammonanpHoro mactutyTa 3710poBbs CIIA (National Institutes of Health, NIH)
cpennuid Bo3pacT nanueHToB ¢ MJIAI' Ha MOMEHT MOCTaHOBKM JMarHosa coctaBui 35 = 15 jer
MPU COOTHOIICHUM XEHIIMH u MyxuuH 1,7:1 [22]. B Hacrosiiee Bpemsi cuumTaercs, 4To B
MOJIOJIOM Bo3pacTe Bcrpeuaetcst npeumyiectseHHo HITATL, mopaxkas B 1Ba pa3a vaiiie KeHIIHH,
yem MyKuuH [12, 23].

3a mocneAHUE TPU ACCATUIETHS «OpTpeT» nmauneHToB ¢ MJIAI u3menuscs 3a cueT yBeandeHus
JIOJIM TOKWIBIX TaLIMEHTOB C COMYTCTBYIOIIMMH CEPAECYHO-COCYIUCTHIMU 3a00JIEBaHUSMU-
aprepuanbHOil runepronuei (27-42%), oxupenuem (30-38%), caxapHsiM nuaberoMm 2 Tuma
(14%) u unmemuyeckoit Oonesnnto cepaua (10-12%) [15]. Cpeanuii Bo3pacT ManueHTOB BO
dpanyzckom u amepukanckomM (REVEAL) peructpax cocraBun 52+15 jer u 53+15 ner
cootBeTcTBeHHO [24, 25]. B peructpe COMPERA nons mauumento ¢ MJIAT crapmie 65 ner
npesbicuiia 64% TpU  COOTHOIIEHHWH S>KEHIIMH M MyxuuH 2,3:1 [26]. JlekapcTBeHHBIE
MpenapaTbl/TOKCUHBI, TMpuBoAsmMe K pa3Butuio JIAI, B COOTBETCTBHE C MNPEATOKEHUSIMU
sKcnepToB 6-ro BeemupHoro cummnosuyma mo JII' knmaccupumupyrorcs Kak ONpeaesieHHbIe U
Bo3MOkHbIE (Ta0:,1.13 npunoxkenune b1) [11, 27-30]. OnpenenenHas cBs3b yCTaHABIMBAETCS HA
OCHOBaHWHM JAHHBIX OJIUJAEMUN, OSHUJIEMUOJOTHYECKUX HCCIECIOBAHUM WM  KPYITHBIX
MHOTOLIEHTPOBBIX cepuil. Ha BO3MOXHYIO CBA3b YKa3blBAIOT cepuM ciydaeB, korga JIATL
pa3BHUBaeTCsA MPU MPUMEHEHHM JIeKapCTB/ TOKCMHOB WJIM TPU HAa3HAUEHUU IMPEmapaToB CO
CXOJITHBIMU CBOMCTBAMU U MEXaHU3MOM JiecTBUs [12].

I'pynna II. JII' npu 3a0oneBaHMsIX JIEBBIX OTJIIENOB Cepla SBISETCS OJHOM M3 Haumbosee
pacnpoctpaneHHBIX (hopm maronoruu (10 80% Bcex manuentos JII) [6, 15, 31]. B 2013 r. nmpu
OIIEHKE ri00anbHOro OpemeHu Oonesneit ormeuero 61,7 muH. ciydaes CH B mupe, uTo B 1Ba
pa3a mpeBblaer ee pacnpoctpaHeHHocTh B 1990 r. [32]. B EBpone u CIHA 6onee 80%

nanpeHtoB ¢ CH B Bospacte >65 uner. IloctkanwmuisipHas JII' - wu3onmMpoBaHHas WK
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KOMOMHHMpPOBaHHAasI MOCT-/ MpeKaNUUIIpHasi, SIBISIETCS YaCThIM OCI0XKHEHHEM, TJIaBHBIM 00pa3oM
npu CHc®B, nopaxas ne menee 50% mauuenTos [33].

Pacripoctpanennocts JII' yBenuuuBaeTcss o Mepe HapacTaHUs TSKECTH KJIallaHHBIX IOPOKOB
neBbix otnenoB cepaua. JJIA noseimaercs y 60—70% naueHToB ¢ TSHKEJIBIMA MUOKAPAUTAMHU
[33] u'y 50% nanueHToB ¢ aOpTaIbHBIM CTEHO30M [34].

I'pynna III. JIT' BBISBISICTCS NPHU TSDKEIBIX OOCTPYKTUBHBIX U MAPEHXUMATO3HBIX MTOPAKECHHIX
nerkux: mnoseimenue cpdJIA nmo 3540 mm pr. cr. umeercs y 1-5% mnanueHToB C
MPOTPECCUPYIONIEH XPOHUYECKOH OOCTpyKTHBHON Oone3Hbio Jerkux (XOBJI), xpoHudeckoin
JBIXaTeNIbHON HEJ0CTaTOYHOCTHIO, a TAK)KE Y MAIlMEHTOB, HaXOJUBIIMXCS B JIUCTE OXKUIAHUS
TpaHcIIaHTauu Jerkux [35, 36]. [Ipu nanonatudeckom serounom ¢uodpose cplJIA >25 mm pr.
CT. ObLIO 3aperucTpupoBaHo y 8-15% manueHToB B paHHel craguu 3adoneBanus, y 30-50%- mpu
ero nporpeccupoBanuu u 60% - B TepMuHaIbHON cTaauu [36].

['unokcus aBnsgercs mpoOieMoii 00IIeCTBEHHOTO 3/IpaBooxpaHeHus y 120 MUIIIMOHOB YeIOBEK,
MPOXKUBAIONINX Ha BeIcOTe Oonee 2500 M HaJI ypOBHEM MODS, KOTOpPbIE MOABEPKEHBI PUCKY
pazButus JII' 1 XxpoHudeckoit ropHoit 6one3nu. [Ipobiema n3ydenus seicokoroproit JII' momkna
pemaThCsi ¢ MOMOUIbI0 OOHOBJICHHON METOJIOJIOTUU B KPYIMHOMACIITAOHBIX IMOMYJISIIIMOHHBIX
uccienoBanusx [37].

I'pynna IV. BreisBasemocts xpoHudeckoit Tpombosambonuueckoit JII' (XTIJI') B nociennue
roJibl YBEJIMYMBAETCS 32 CUET MOBBILIEHHS] OCBEIOMIIEHHOCTH Bpaueil U MPOBEIECHUS AKTUBHOTO
CKpUHHMHIA Yy MAIMEHTOB C COXPAaHEHUEM OJBIIIKHA IOCTe IMEePEeHECEHHON TpomOoaMOonun
nerounoit aprepun (TOJIA) mpu Hamuuuu ¢dakTopoB pucka. [lo JaHHBIM pErucTpos,
3a0oseBaeMoCThb U pacnpocTpaneHHOCTh X TAJII coctaBnser 2—6 u 2638 cirydyaeB Ha MUJIJIMOH
B3pOCJIOr0 HaceneHus coorBercTBeHHO [12, 38, 39]. TIlammeHnTsl ¢ XPOHHYECKOU
TpoMOo3MOonmyeckoir 6one3Hpto Jierkux (XTOBJI) mpu orcyrctBum JII' cocraBnsioT Juib
HEeOOJIBIIIYIO AOJI0 Cpeu OOJIbHBIX, HanpaBsieMbIX B IIeHTpel X TOJI [12].

I'pynna V. Dnuaemuonorudeckue Aanueie mo JII' mpu reMaronoruuyeckux, MeTabomMuecKux u
JIp. HapyLIEHUSIX OTCYTCTBYIOT, YTO OOYCJIOBJIEHO MHOTO()AaKTOPHBIM MaTOr€HE30M, Pa3BUTHEM
JII" xak mpekanuIsipHOro, TaK M MocTKanwuispHoro tuna [20]. JlaHHbIE perucTpa B3pOCIbIX
NAIMEHTOB C CAapKOMAO030M TNokasanu, 4ro JII' wacto accoumupyercss ¢ MOBBILIEHHOU

3200J1eBaéMOCThIO U cMEepPTHOCTHIO [40].
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1.4. Oco0eHHOCTH KOAUPOBaHMS 3200J/IeBAHUS MJIM COCTOSIHUS (TPYNIbI 3200/1eBAHUIA MJIH
cOCTOSTHMIA) 0 MeKIyHAPOAHOH CTATHCTHYECKON Kiaaccupukanuu 00Jie3HeH U mpoodiem,
CBSI3aHHBIX €O 310POBbEM

Hpyrue ¢hopmbl cepaedHo-IerouHon HegocrarounoctH (1.27):
127.0 — IlepBuuHas jieroyHas runepTeH3us
127.2 — [Ipyras BTopu4Has JIeroyHasi THIIEPTEH3US

127.8 — [Ipyrue yrouHeHHBIE (OPMBI JIETOYHO-CEPICIHON HEIOCTATOYHOCTH

1.5 Kanaccudgukanus 3a00/1eBaHUs WIH COCTOSIHUA (TPyNIbI 3200/1eBAHUIA WM COCTOSTHU)

JII" 06BbIYHO SABISETCS CUHAPOMOM, ACCOIIMHUPOBAHHBIM C PA3IMUYHBIMU CEPJCYHO-COCYAUCTHIMU
U peCUpaTOPHBIMU 3a00JI€BAaHUSIMH, U KpailHe peKo MPEeCTaBisieT cO00l caMOCTOATEIbHOE
3abosneBanue, kKak B ciydae wuauonarundeckon (MJIAI) wnm HacneACTBEHHOW JEroyHOM
aprepuasibHoi runeprensun (HJIAT).

Knunnueckass knaccudukamus JII' BiIodaeT MATh TIpynn, OOBEAWHEHHBIX MPH CXOJCTBE
naTo(PU3NONOTUYECKMX MEXaHU3MOB, KIMHUYECKUX W TEeMOJMHAMUYECKUX XapaKTEPHUCTUK,
noaxoa0B k sieuenuto (Taoua. 1) [11, 16].

Ta6auna 1. Knunuueckas kiaccupukanus

I. Jlerounas aprepuanbHas runeprensusi | III. Jlerounass rumepreH3usi, CBSI3aHHAfA C

(JIAD): MaToJIorue Jerkux u/ujiu runoKcueii:
1.1. Unuonaruyeckas 3.1. XObJI
1.1.1. OtpunarensHbli  TecT  Ha | 3.2. PecTpukTuBHbIE 3a0051€BaHUs JETKHUX 3.3.
Ba30pEAaKTUBHOCTh Jpyrue 3a0601eBaHus JETKUX C PECTPUKTHBHO-
1.2.2. [TonoxuTenbHBIN TeCT Ha | OOCTPYKTHBHBIMU HapyIICHUSMHA
Ba30pEaKTUBHOCTh 3.4. T'MNOBEHTUIISIIUOHHBIN CUHIPOM
1.2. HacnencrBennas * 3.5. T'unokcus 6€3 3a00J1eBaHN JIETKUX
1.3. HWunynupoBaHHas JieKapcTBEHHBIMU | (BbIcOkoropHas JII)
npenaparamMu ¥ TOKCHHaMH * 3.6. AHOManuu pa3BUTHUS JETKUX

1.4. AcconunpoBaHHasi C:

1.4.1. BpoxaeHHBIMH IIOPOKAMU CEP/LIa
(IPOCTBIE  CHCTEMHO-JIETOYHBIE  LIYHTHI) | V. JIT,
1.4.2. CucreMHBIMU 3a00J1€BaHUSIMU
COEIMHUTENIBHOMN TKaH!

1.4.3. BUY-undexueit

1.4.4. IlopranbHON runepTeH3uen

1.4.5. [lIucrocomozom

cBfI3aHHasi C oOcTpyKUHUei
JIETOYHOM apTepHu:

4.1. Xpornueckas TpoMmOodMbommaeckas JII'
4.2. lpyrue oO6CTpyKLUH JIETOYHON apTepUun
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1.5. JIAI' ¢ npu3zHakaMu TOpPaXKEHHUS
JIETOYHBIX BEH/ KamWuIIpoB  (JIerovHas
BEHOOKKJIFO3MOHHAs  O0O0JIe3Hb/  JIETOYHBIA

KalTWUISIPHBIA TEMaHTHOMATO3)
1.6. Ilepcuctupyromas JII' HOBOPOKIEHHBIX

II. Jlerounasi runepTeH3usi, CBA3aHHAA C
3a00/1eBAHUSIMH JIEBBIX OT/€JIOB CepaAIa:

V. JlerouHnasi runepTeH3usi HEM3BECTHOIO 1/
WIN CMEIIAHHOTO reHe3a:

5.1 I'emaronorudeckue 3a00JIeBaHUS

5.2 CucreMHbI€ HAPYLICHUS

5.3 Mertabonnueckue HapyIeHus

5.4. XpoHuueckas noyeyHas
HE/IOCTaTOYHOCTh ¢/0e3 remoamanusza 5S.5.
TpomboTHueckass MHUKPOAHTHOINATUS JIETKUX

BCJICJICTBUE IMO0THH OITyXOJICBBIMU
KJIETKaMU

5.6. ®ubpo3upyOMUi MEIUACTHHUT

5.7. Ciio)HbI€ BPOXKIECHHbBIC TIOPOKU CEep/Ilia

2.1. CepaeuHas HEJOCTaTOYHOCTD:

2.1.1. ¢ coxpaneHHoO# (hpakimert BrIOpoca
2.1.2. cO CHUXEHHOM WIH YMEPEHHO
CHIDKEHHOH (pakiuei BeIOpoca

2.2. KnananHast matojorus

2.3. BpokieHHas/mpruoOpeTeHHAas CepIeIHO-
COCYAMCTas TAaTOJIOTHS, WPHUBOIAIIAS K
nocrkanuuisipaon JII'

IIpumeuanus: * Cpenu nanuentos HJIAT, JIAD, nHaynupoBaHHOW JiekapcTBaMH/TOKCHHAMH, Kak npu MJIAL, BelmensroTcs MOArpYHIIBI €

OTPULIATENILHBIM M HOJIOKUTEIBHBIM TECTOM Ha Ba30PEaKTUBHOCTH [12].

C yuerom nonoxxenuii 6-ro Becemupnoro cumnosuyma no JII' u pexomennanuit ESC/ERS 2022r.
B KJIMHUYECKYIO KJIacCU(UKAIIUIO BHECEHBI CIICAYIONINE U3MEHECHUS:

1. B rpynme I (JIAT) cpenu nammentos UJIATL, HJIAT; JIAT, uHaynupoBaHHO# JekapcTBamMu/
TOKCHUHAaMH, BBIIEISIIOTCS MOATPYIIBl C OTPULATENbHBIM M IIOJIOXKUTEIIBHBIM TECTOM Ha
BazopeakTUBHOCTH [12]. Ilpu Hamuuuum pe3epBa Ba30pEakTHMBHOCTH MAMEHTHl C yKa3aHHBIMU
dopmamu JIAT" mMer0T yHUKAIBHBINA (PEHOTHUI ¢ OJIATONPUATHBIM TEUCHHEM 3a00JICBaHUS MPH
Ha3HaYeHUH OJ10KaTopoB KaiblueBbIxX KaHaNoB (BKK) B MakcuManbHO epeHOCUMBIX A03aX
(pa3gen 3.2.2.1).

[To naHHBIM pPOCCHHCKOro perucrpa, Haubojiee yacToi NpUYMHOM accoumupoBaHHOM JIAT
ABIIAIOTCS BpoKaAeHHBIE opoku cepaua (BIIC) - mpocTeie cucteMHO-1erouHblie IyHTHI (36,6%)
(pasznes 4.1) [17]. JIAT ¢ nopaxeHreM JIETOYHBIX BEH U KallUJUIAPOB (JIerouHas
BEHOOKIt03MOHHas 6onesHb (JIBOB) /nerounsiit kammspueiil reManruoMatos (JIKT), kotopas
XapaKkTepusyeTcs HeOIaronprusaTHBIM IPOTHO30M U COTIPSDKEHA C PUCKOM pa3BUTHSI OTEKa JIETKUX
npu HasHaueHuu JIAI'-cnennduueckoil Tepanuu, COIJACHO KOHCEHCYCY OJKCHEPTOB 6-To
Bcemupnoro cummnosuyma no JII', Bkimtouena B rpymmy 1 [11, 15]. OTo o0yciioBieHo Tem, 4To
BOBJICUEHUE B ITATOJIOTMUECKUH MTPOIECC JIETOUHBIX BEH/ KalUJUIIPOB MOXKET HAOMIOAAThCs U TIPH
3a00JIeBaHUAX, aCCOLMUPOBAHHBIX C pa3BuTHEM JIAI', B 4aCTHOCTH CHCTEMHON CKJIEpOJECpPMUU
(CCH). Knunnueckas u remoanHamuueckas kaptuHa JIBOB/JIKI' B OosbliuMHCTBE ciydyaeB
cootBercTByeT JIAI, a mpuU TUCTOJOTMYECKOM HCCIEIOBAHUU, HApSIy C HU3MEHEHUSIMU

BEH/KaWIISIPOB, UMEETCSI BBIPAXKEHHOE PeMoJieNpoBaHue jerounsix aprepuoin [11]. JIBOB/
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JIKI' MOXHO 3amofo3puTh NpH HATMYUUA MPO(ECCHOHATHHOTO KOHTAaKTa C OpPraHUYECKUMHU
pPacTBOPUTENSIMU (TPUXIIOPITHIICH U Jp.); CHXKEHHOU AU(dY3UOHHOM CITIOCOOHOCTH JIETKUX IS
MoHokcuja yraepoaa (DLCO <50% oT noakKHOro); BBIPaXKEHHOH T'MIIOKCEMHUH; YTOJIIECHUS
CeNTaNbHbBIX JIMHUH, IIEHTPOIOOYIAPHBIX U3MEHEHUH 110 TUIY «MAaTOBOTO CTEKJIa» MapeHXHUMBI
JIETKUX, YBEIWYEHHs] pa3MepoB JUM(OY3JIOB CPEIOCTEHUS [0 JaHHBIM KOMIIBIOTEPHOM
tomorpaduu (KT) opranos rpyanoit momoctu [11, 15, 18].

1. B rpymnme III B kauecTBe npuunabl JII' uCKiI0UeH CHHIPOM OOCTPYKTHBHOTO alTHO? CHA, YTO
00yCIJIOBIEHO OTCYTCTBHEM JOKAa3aHHOW NPUUYMHHO-CIEICTBEHHOW CBS3M; B CTPYKTYpE 3TOM
TPYIIIBI YKa3aHbl TUITOBEHTUJISALINS U THIIOKCHS 0€3 IMaToaoruu Jierkux (Beicokoropnas JII) [12].
2. B rpynme 1V, xak u panee, BoyiensoTcs XTOJII u gpyrue 3abojieBaHMsI, CBS3aHHBIE C
00CTpyKLMEN JIETOUHOM apTepuu.

3. B rpymme V poGaBnena ¢opma JII' mpu TpoMOOTHYECKOW MHUKPOAHTHONATHU JIETKHX
BCiencTBUE AMOonuM omyxoneBbiMu kieTkamu [12]. Ilpu cnoxueix BIIC wumerorcs
remoguHamuueckue Hapyuenus B MKK no Tumy npe- u/unu noctkanusuisiproit JII' (B Tom uncne
JII' mpu BIIC ¢ yHUBEHTpUKYJISIpHOM TreMoAMHaMHUKOW M cermeHTapHas JII' B oTnenbHBIX
CEerMEHTaxX JIETKUX 3a CYET AOPTOJIETOYHBIX KoJulaTepalieil), YTO IO3BOJWIO POCCUICKUM
3KcHepTaM CcoxXpaHuTh noAarpynmy ciaoxssix BIIC B rpynme V, HecMoTpss Ha M3MEHEHUs B
pexomennanusax ESC/ERS 2022 r. [11, 15].

Tabauua 2. ['emonmHamMuyeckast Kiaccuuranus

Ornpenenenue XapaKTEepUCTUKH Knunnueckue rpynsl
Jlerounas runeprensust | Cpennee JIJIA >20 MM pT.CT. Bce Bapuantsl JII'
IIpexanunspHas Cpennee JJIA >20 mMm pt. cr. | [.Jlerounas apTepualbHas
nerouHas runeprensus | A3JIA < 15 MM pr. cT. TUIIEPTEH3US. III. JT,
JICC >2 en. Byna CBsI3aHHasg C  IaTOJIOTHEH

JIETKUX W/UJIU TUTTOKCHEH.

JIT', cBsi3anHas ¢ oOCTpyKIMeH
JIETOYHOM apTepuu.

JI' wHewsBecTHOTO W/ WIH
CMEIIIAHHOTO TeHE3a.
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N3onupoBaHHas Cpennee JUIA >20 mm pt. ct., |IL JT, CBsI3aHHAs c
MOCTKaNUJUISIpHAs J3JIA >15 MM pT. cT. MaTOJOTHEN JIEBBIX OTIEIOB
neroyHas runeprensusa | JICC <2 en. Byna cepaua.

V. JII' HeusBecTHOro W/ WU
CMEIIIaHHOTO I'eHe3a
KomOuHupoBanHas Cpennee JJJIA >20 mMm prt. cT.,
noct-/mpexanmuisipHas | JI3JIA>15 mm pr. crT.

nerounas runeprensusa | JICC>2 en. Byna

B 2018 r. skcmepramu 6-ro BcemmpHoro konrpecca mo JII' panee oOmenpuHSATHINA
nuarHoctuueckuit kpurepuit JII' (cpIJIA >25 MM pr. ct1.) O6bu1 m3MeHeH Ha cp/IJIA >20 mwm prT.
CT., @ HOBBIMU KpuTepusamu npekanuuisipaoit JII' ctamu cpIJIA >20 mwMm pr. ct1., A3JIA <15 mm
pt. c1., JICC >3 exn. Byna [18]. B pekomennanusx ESC/ERS 2022 r. moporoBsie 3Ha4CHUS IS
BennunHbl JICC cHuxkensl 10 2 en. Byna ¢ yderom BepxHero Inpejena HOpMajJbHbIX 3HAaUEHUN
storo nokazarens [12, 13] (Ta6mx. 2). [Ipu aTom crneayer noJ4epKHyTh, UTO JI0KazaTeiabHas 0aza
B oTHouleHuu 3¢ dexkruBHocTH/ 6e3omacHoct JIAT -cnenuduueckux mnpenapaToB MoJIyuyeHa B
PaHAOMU3HPOBAHHBIX KOHTposipyeMbix uccienoBanusix (PKUM), B koTopele BKIHOYAIUCH
nanuenTs! JIAD (rpynna I) npu cpIJIA >25 mwMm pt. 1., A3JIA <15 MM pr. cT. n JICC >3 en. Byna
[12]. HeoOxonumo auHamudeckoe HabmoaeHue nanueHtoB co cpIJIA 21-24 mm pr. ct., JICC
2,1 no 2,9 en. Byna.

JICC 3aBucuT OT 1011 IOBEPXHOCTH TE€Ja U BO3pacTa, y JIHI] MOXKUIIOT0 BO3pacTa, Jaxe Mpu
OTCYTCTBUM CEpJI€YHO-COCYAMCTON MaTOJIOTUH, KaK IpaBWiIO, OTMedaroTcs Oojiee BBICOKHE
3HaueHus [14]. Bennuuny JICC HeoOX0AMMO yUUTHIBATh [Tl HCKIItOueHus nosbienust [JJIA 3a
CYET YBEJIMYEHHUs JIETOYHOT0 KPOBOTOKA WJIX TIOBBIIIEHUS BHYTPUTpyAHOTO AaBieHus [12]. Xors
BepxHel rpanuneil [[3JIA B Hopme cunraercs BenuunHa 12 MM pT. CT., B pekoMeHaanusx mo JII'
1 KoHceHcyce EBpormelickoro o6miecTBa KapAHOJIOTroB Mo cepaeuHor HegoctarogHoctu (CH)
npeiokeH Oosee BbICOKUN mopor st auarHocTuku CH ¢ coxpaneHHol ¢pakuueil BeIOpoca
(CHc®B) (JA3JIA>15 mm pr. c1.) [6, 12, 19]. B PKU 1o uzyuenuro JIAI cnennduueckoii repanuu
ucnosp3oBaics nopor ans JI3JIA <15 mm pr. ct. [Ipu coxpanenun nanHon Bennuunsl J[3JIA kak
Kputepus npexanuuispHon JII' BaxxHO UMETh BBUY, YTO 3TOT MOPOT SIBISIETCS TPOU3BOJIBHBIM,
YTO TpeOyeT y4YMThIBaTh (PEHOTHUI MalMeHTa, (aKTOpbl pUCKa M JaHHBbIE dXOKapauorpaduu
(OxoKI'), Bkmowas oOwvem Jjeoro mnpexacepaus (JIII), npu ycraHoBieHuum 1pe- U
noctkanuuisipaon JII' [12].

[Tpexammnsapuas JII' otmevaercs y nanuenTos ¢ JIAI (rpynna I), mpu naTosoruu Jerkux u/uim

runokcemuu (rpymnmna III), mpu o6cTpykuuu nerounsix aprepuit (rpynna [V) u npu HEKOTOPBIX
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noarunax rpynnel V. Iloctkanmmispuas JII'T HabmtomaeTcs MpH MAaTOJOTHHU JIEBBIX OTCIIOB
cepana (rpymma II), moxxer umers mecto nipu JII' rpynmel V Ui M301MpOBaHHOM MOPAKEHUH
Jero4HbIX BeH win kanmuisipoB (JIBOB/JIKT).

[Moctrkanumnsipuas JII' onpenensiercs npu nossitieHuu cplJIA >20 mm prt. ct. u JA3JIA > 15 Mmm
pT. cr. Bemunuuna JICC wucnonp3yercss Ajii yCTaHOBJEHHS NAI[MEHTOB CO 3HAYUTEIHHBIM
MPEeKANUIIPHBIM KOMIIOHEHTOM— KOMOMHHMpOBaHHasi mocT-/ mpekanuuigpHas JII' (32 en.
Byna). Panee nnsi xapakTEpUCTUKU BOBJICUCHHS B TMATOJOTMYECKUN MPOIECC JIETOUYHBIX
aprepwuii/apreprion npu noctkammuisapaoi JIIT momumo JICC pexoMeHI0BAJIIOCH OIICHUBATH
JIMACTOJIMYECKUN IMYJbMOHAJIBHBIN TPAMEHT, KaK pa3HUIly MeXay auactonumdeckum JIJIA
(JJIA) u A3JIA [15, 16, 18]. Cornacuo pekomennarusam, ESC/ERS 2022 r. nis onpeneneHus
IPEKANWUIIPHOIO  KOMIIOHEHTa  JOCTaTOYHO  OLIEHKM  uckiaouutensHo JICC  [12].
N3onuposannas noctkanusuisipaast JII' ycranasnusaercs npu JICC <2 exn. Byna.

[Tpu noBeimennu cplJIA >20 mm prt. cr. B couetanuu ¢ Hu3kuM JICC (=2 en. Byna) u JI3JIA
<15 MM pT. CT. y MAlUEHTOB HUMEETCS] YCKOPEHHBIN JIErOYHbI KPOBOTOK M, KaK IPaBHIIO,
HecMOTpst Ha Hanmmuue JII', mocneaHsist He COOTBETCTBYET KPUTEPHSM Ipe- UITH MOCTKAMMIIISIPHOU
JI'.  DT0  reMOOMHAMUYECKOE  COCTOSHHE  MOXKET  OBITh ~ ONHCAaHO  TEPMUHOM
«ueknaccupunupyemas JII'» [12]. Takue nanuents moryT umetsh BIIC, 3a0oneBanue neyeHw,
MATOJIOTHUIO JIETKUX WM THIEPTUPEO3 B KauecTBE MpUUYUHBI MoBbIeHUs cp/lJIA, uro Tpebyer
THIATEIPHOW JUArHOCTUKH W COOTBETCTBYIOIIETO JICYCHHS (B YACTHOCTH, XUPYPTHUYECKOM
koppekuuu BIIC).

Jns oueHku (QyHKIHMOHAIBHOTO cTatyca OoipHBIX JIIT mpuMeHsercs peKoMeHAOBaHHas
BcemupHnoii opranuzanueit 3apaBooxpanenus (BO3) B 1998r. dyHkimonanpHas kiaccupukanus
Hirro-Mopxkekoit kapanonoruaeckoii acconuarmn (NYHA) mst 6ombasix CH (Ta6u. 3) [6, 12, 15,
16]. Onenka ¢pynkuunonansHoro kinacca (OK) NYHA/BO3 ucnionb3yeTcst 1715t pyTHHHOM OIIEHKH
cTaTyca MalueHTa Ha BCeX 3Tanax OKa3aHWW METUIIMHCKOM MOMOIIH, ONpeeIeHNs MPOTHO3a U
3¢ (HEeKTUBHOCTH TEpaTHH.

Tadauua 3. OynkunonansHas kiaccudukanus (BO3)

Kitacc Onucanue

[®K Her orpanunuenuii pusndeckoit akTUBHOCTH, OTCYTCTBYIOT OJIbIIIIKA, YCTAIOCTh,
0011 B TPYIU UJIM TPECUHKOMNAIBHBIE COCTOSTHHSL.

II ®K Jlerkoe orpanndyenue ¢uznyeckoil akTUBHOCTH. Jluckomdopr B mokoe
OTCYTCTBYET, HO OObIUHas (pru3MyecKasi aKTUBHOCTh BBI3BIBAET MOBBIIICHHYIO
OJIBIIIKY, c7Ta00CTh, 0OJIb B IPYAHOM KJIETKE WIH MPECUHKONAIbHBIE COCTOSHUS.
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I ®K 3HauUUTENbHOE OTpaHUYCHHE (PU3NYECKOW aKTUBHOCTU. B COCTOSHHMH IMOKOS
muckomMdopTa HeT, HO (pu3uveckas aKTUBHOCTh MEHBIIIE OOBIYHOMN BBI3BIBACT
MOBBIIICHHYIO OJIBIIIKY, YCTaJlOCTh, OOJb B TPyAH WIM IPECUHKOMAIbHbIC
COCTOSIHUSL.

IV ©K Oppllika W/WIK ~ YCTAIOCTh B COCTOSIHUM TIOKOSI YCHUJIMBAKOTCS TPH

MUHUMaJIbHOH  (u3nyeckod  akTHBHOCTH. MOryT  OBITh  NPH3HAKH
IIPABOXKEIY JOYKOBOW HEJOCTATOYHOCTH.
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2. /InarnocTuka 3a6oseBaHus (rpynnbl 3a00J1eBAHNH WIH COCTOSTHHIN),
MeIUIUHCKUE TOKA3aHUA U MPOTHUBONOKA3AHUSA K IPUMEHEHUI0 MeTO10B

AHATrHOCTHKH

Kpurepuem ycranosnenus auarnosa JII' asisgercs noseimenue cplJIA> 20 MM pT. CT. B 11OKOE
npu UBKC [12].

[lenpl0 KOMIUIEKCHOrO 00cCie0OBaHUs SBISETCA ycTaHOBJIeHHe auarHosza JII', ompenenenue
KJIMHUYECKOH I'pYMIIbl, FeMOAMHAMUYECKOT0 TUIIA, ()YHKIIMOHAIBHOI'O CTaTyCca y BCEX MAI[IEHTOB
JIT", a Taxxe mpouist pucka CMEepTHOCTH y Beex maruenToB JIAL [6, 12, 15, 16, 44, 45].
Oranamu auarHoctuku JII' sBasrores:

— CKpHUHMHT, BKJIIOYArOIIUK cOop kanol, oueHKy (pakTopoB pucka pasButus JIAIL,

onpezenenue sepostHocty JII' mpu nomomum tpancropakaibHol JXoKI'.

— MHckmrouenune Hanbomnee yacTbix npuuuH JII' - 3a0oneBaHuii J€BBIX OTAENIOB CepALla

(rpynna II), maronoruu nerkux (rpymnna ) u XTOJII (rpynmna IV).
— Bepudukauus muarnoza JIAI, XTOJII, Tsoxenoit JII' mpu UBKC, ompenenenue
Ho30510rH4YecKoi hopmbl JII.

— Ornenka OK manuenta (BO3).

— Crparudukanms prcka cMepTHOCTH y Beex mauueHToB JIAL [6, 10, 12, 15, 16].
VY4uuTeIBasg OTCYTCTBHE MATOTHOMOHMYHBIX CUMNTOMOB JII' M HIMpPOKYy0 pacnpoCTpaHEHHOCTh
[aTOJIOTUU NPH pa3IMYHbIX 3a00s1eBaHusAX, AMarHoctuka JII' Tpedyer My IbTHIUCUUIUIMHAPHOTO
MOJIX0Jla U YETKOro COOJIIO/IEHHS JMAarHOCTUYECKOro alropuTMa C UCKIIOYEHHEM Haubolee
yacThIX npuduH pa3Butus JII' u BeisBieHueM Oonee peakux ¢opM. Ilo maHHBIM poccuiickoro
perucrpa, MeJIuaHa BpeMEeHH OT /1e0r0Ta CUMIITOMOB J0 MOATBepKAeHUs nuarHos3a JIAIT npu

YBKC y nauuenTos JIAI' cocrasnser 52,8 mecsua [17], y naunenroB XTOJII'- 14 mecsnes [44].

2.1. ’Kanoo6b1 u anamHe3

Pexomenayercst cOop aHaMHe3a U Kano0 y BcexX MarueHToB as yrounenus reresa JII' [6, 12, 15,
16, 44, 47, 48].

PKO IC (YYP C, YA 5)

KommenTapuii. Cuvnmomamuka JII' 3nauumensno éapvupyem 6 3agucumocmu om npudunst JII
aAccoyuUUpOBaAHHO20 COCMOAHUS, conymcmeyroweu namonoauu. Ha pannux cmaouax cumnmomol
JII' 6o3nuxaiom npu 6blNOIHEeHUU @QUBUYECKUX HASPY30K U, 2IA6HLIM 00pA30M, CEA3AHbL C
oucynxyuen IDK [6, 49]. B oebrome 3abonesanuss nayuermsl npeowbsssiom dHcaiobdbl Ha

OC)bZLI/IKy, Komopasd  npocpeccupyem no mepe medeHus 3a60ﬂ€8aHuﬂ,' NOBbIUEHHR)YIO
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VMOMIAEMOCHb, CIAO0CMb, 201080KpYHceHUe. Ha no3onux cmaousx nosensaomces CUHKONAbHble
COCMOSAHUA UW/Unu cumnmomul npagoxcenyooukoeou CH: omexku Hoe, eenamomezanus, acyum,
nynvcayusi wietinvix een [12, 15, 44]. V nayuenmoe ¢ orumenvuvim meyenuem JIAI moorcem
B03HUKAMb 00J1e80U CUHOPOM 6 2pYOU NO MUNy aHSUHO3Ho20. IIpununamu uwemuy MuoKapoa
Mo2ym Oblmb OMHOCUMENbHAS KOPOHAPHASL He00CmamodyHocmy ecieocmeue Huskozo CB u
nosvlueHH020 Hanpsdicenus cmenku TDK,; cunokcemus, komnpeccus 1e6oii KOpoOHApHOU apmepuu
anespuzMamuyecKu pacuiupennou necoynou apmepueti (JI1A). Ilpu cundopome Diizenmeneepa
JlecouHbvle Kpogomeuenus pecucmpupyromcs 6 43% cuyuaes u A61AIOMCA NPULUHOU CMEPMHOCIU
v 8% nayuenmos [45, 48]. Hcmounukom kposomeuenusi 6 90% cuyuaes cuyscam usmeHeHHble
OpoHxuanvHvlie apmepu, KOmopbsle Hauboaee Yacmo viasiaomces y nayuenmos c JIAI na ¢gone
BIIC. 'V nayuenmos 6e3 BIIC kposoxapxamve ecmpeuaemcsi 8 1,5-6% cayuaes [6, 15].
3nauumenvroe pacwupenue JIA moocem Obimb NPUUUHOU OUCCEKYUU UNU PA3PLIEA, UMO

KAUHUYECKU CONPOBONCOAEMC MAMNOHAOOU cepoyda.

2.2. PuzukajabHoe 00cIe10BaHue

PexoMeHnayeTcsi mpoBOIUTh BU3yalbHBIM OCMOTp TeparneBTudeckuil Bcem naruentam ¢ JIIN ans
BBISIBJICHUS CIICIIM(PUUICCKUX KIMHUYSCKUX TIPOSBIICHHUM 3a00aeBanus [6, 12, 15, 16, 44, 47, 48].
PKO IC (YYPC, YA 5)

KommenTapuii. @Qusuxanvnoe ob6cnedosanue moxcem 6ulaumsv G03MOJNCHYIO npuduny JII
Teneaneuosxkmasuu, s136eHHOE NOPANCEHUE KOHYUKO8 NAbYes U CKAepOOaAKMUIUsL XapaKmepHbol
onsa CC/, kpenumayusi Ha 6800Xe MOX}Cem YKA3bleamb HA UHMepPCMUyuaibHoe 3abonesanue
neexkux (U3J1); cocyoucmoie 36e3004Ku, meCmMuKyIAPHASL ampo@ust U NatbMapHas 3pumema — Ha
3abonesanue neuenu [6, 47-49]. Ilpu obHapyscenuu cumnmoma «oapabauuvix nanoyexy /
«UACOBLIX CMEKOL» MOAHCHO npeononoxicums BIIC ¢ yuanozom, U3J1 unu namonozuto nevenu [12,
15, 48]. Ilpu ocmompe nayuenmog npogooumcs nyibcokcumempus: y nayuenmos HIIAI
nokasamenu camypayuu Kuciopooa HAX00amcs 6 npeoenax HOpMbl, Npu O0OHApyHCeHUU
decamypayuu 8 nokoe u npu Hazpyske ciedyem 3ano003pums namono2uio nezkux unu BIIC ¢
BEHOAPMEPUATbHBIM  WYHMUPO8aHuemM Kposu. Hanuuue ougpgpepenyuposannozo yuarnosa
(HOPMATILHBIU YBEM KONCHBIX NHOKPOBOB 8epXHEU NON0GUHBL MeNd ¢ NPUSHAKAMU YeHMPATIbHO20
YUaHo3a HUMCHel NOJI0BUHbL meld, CUMIIMOM 0apabaHHbIX NANOYEK U YACOBLIX CMEKOJl MOJILKO
Ha nanbyax Ho2) yKaswvleaem HA Haniuyue CUHOpoma JU3eHMeH2epa HA (PoHe OMKPLIMO20
apmepuanvrozo npomoxa. Ilpu pazsumuu npasodxcenyoouxkosoii CH y nayuenmos ommeuaromcs

Ha6yxaHue u nyjibcayus ULetHbIX 6€H, cenamomezaiu, nepugbeputtecxue omekKu, acyum.
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Ilpu ayckynomayuu mepaneemuueckou 1e2Kux y NAyUeHmo8 C BblPpANCEHHOU O0O0bIUKOU Nnpu
nocmkanuaisapuou JII' 8vblCAyuusaromes MeaKony3vlpuamole Xpunvl 8 HUNCHUX OmMOenax 8
COUemaHuu ¢ NONOHCeHUeM OPMonHod. AYCKyIbMamueHas KapmuHa 8 1e2Kux modxcem Ovimo He
usmernena y nayuenmos c JIAI' [16, 49]. Ilpu aycxkyromayuu mepanesmuueckou cepoyd
BBICIYUIUBACTNCS AKYEHM 8MOP020 MOHA HA JIA - 00uH U3 Kniouegvlx (pu3UKAIbHbIX NPUSHAKOS
JII'. B pside cyuaes onpedensemcs CUCMOIUYECKUl ulym mpukyCnuoaibHol pecypeumayuu, npu
ounamayuu JIA ¢ pazeumuem OMHOCUMENbHOU HEOOCMAMOUYHOCIU JIe20YHO020 KIANaHud -
ouacmonuyeckul wym I pexema Cmunna. Y nayuenmoe c cunopomom OiizenmeHzepa npu
Hanuyuu O0nbUl020 OeheKma wiym WIYHMA MOdNCem He BblCAYUUBAMbCA, YMO C8A3AHO C
omcymcmeuem Ui MUHUMATbHbIM 2PA0UEHMOM 0aslieHus 8 obacmu oeghekma npu evicoxoul JII'

[15, 45, 48].

2.3. JlabopaTopHble IMATHOCTHYECKHE UCCJIeI0BAHUS

Bcem nanuenram c JII' pexkomenyercs npoBefeHue oOIIero (KIMHUYECKOro) aHajlu3a KpOBU
pPa3BEpHYTOTO C OLEHKOH YPOBHSI IeMOIJIOOMHA U TeMAaTOKPUTA, KOJHMYECTBA IPUTPOIIUTOB,
JEHKOIMTOB, TPOMOOIIUTOB, CKOPOCTH OCEJAaHHUS OPUTPOLUTOB B paMKax MEPBUYHOTO
oOciieZIoBaHus, MPH TOCTYIUIGHUH B CTAl[OHAp W B MpOIEcce AMHAMUYECKOTO HAOIIOICHHS
Kaxaeie 612 mecsues [6, 12, 15, 16, 44, 48].

PKO IC (YYPC, YA 5)

KommenTapuii. B obwem (kiunuueckom) ananuze Kposu pazeepHymom ciedyem OYeHUums
VPOBEeHb 2eMO2I00UHA U 2eMamoKpuma, Haiuyue Mukpoyumosa. Bmopuunwiii spumpoyumos
yacmo ecmpeuaemcs y nayuenmos ¢ JII' npu BIIC u namonozuu neexux [47, 48].

Bcem nayuemmam c¢ JII' pexomenoosano nposedeHue amaiuzaKposu OUOXUMUHLECKO20
obuemepanesmuyeckoeo (ucciedosanue YpoeHs Kalus, HAMpus, 2N0KO03bl, KpeamuHuHda,
00we2o benxa, MouesUHbvl, MOYEBOU KUCIOMDbL, 00ujeco OUnUpyounHa, c60O600H020 U C8A3AHHO20
ounupybuna 6 Kpoeu, onpeoeieHue aKMUHOCMU acnapmamamuHompancgpepasvl U
ANIAHUHAMUHOMPAHCHepasvl 8 KPOBl) 8 PAMKAX NEPBUUHO20 00CIe008aHUS, NPU NOCMYNIIEHUU 8
CMAYyUoOHap u 6 npoyecce OUHAMUYECKO20 Habo0eHus Kaxcovie 3—6 mecayes [6, 12, 15, 16, 44,
48].

PKO IC (YYPC, YIA5)

KommenTapuii. @ynkyuonanvHvie neueHouHvle mecmvl  MO2YM — NOGLIUAMbCA — NPU
oekomnencayuu npasgodicenyoouxkosor CH wunu ma ¢hone mepanuu anmazonucmamu
aHoomenurosvlx peyenmopos (ATX Aumueunepmenszusnvie cpedcmea OJisi NeHeHUsl Ne2OUHOU
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apmepuanvrou eunepmensuu) (AP). Yposenv mouesoii kuciomol modcem Ovimv MmapKepom
msaxcecmu CH, 00Hako modxcem nosvluiamscs u Ha pone mepanuu OUypemuKamu.
PekoMeHyeTcss MCClIeJOBaHHE YpPOBHS Kelle3a CHIBOPOTKH KPOBHU, HCCIEAOBAHUE YPOBHS
deppuTHHA B KPOBH, HCCIIEOBAHHME HACHIIICHHUS TpaHchepprHA KEIe30M y MalUueHTOB C
cuHApoMoM DiizenMenrepa, npu JII' ¢ pa3BuTHeM aHeMuu B paMKax MEPBUYHOTO 00CIIeJOBaHMUS,
IpU MOCTYIUICHUHM B CTAallMOHAp W B Mpollecce AMHAMUYECKOTO HAOMIOACHUS Kaxible 6-12
Mmecstes [6, 12, 16, 47, 49].

PKO IC (YYPC, YA 5)

KommenTapuii. /Kenezooepuyumuoe cocmosinue Habaooaemes noumu y nOJ08UHbL NAYUEHMO8
¢ cunopomom Duzenmeneepa u UJIAL [6, 15, 48].

Bcem mammentam JIAD, mnomydaromuMm Jedenue ADP  (amOpum3eHTana**, Oo3eHTaHa™*,
MaruTeHTaHa**), PEKOMEH TyeTCS eKEeMECIIHOE oTpe/ieNicHUe AKTUBHOCTH
acnapraTaMHUHOTpaHc(epasbl U aJaHHHAMUHOTpaHchepasbl B KPOBU Ui OLIEHKH 0€30MacHOCTH
Tepanu [6, 12].

EOKIC (YYP S, Y] C)

Kommenrtapuii. @ynxyuonanvhvie neueHoOuHble Mecmvl MO2YM NOGLLUAMBCA HA (hoHe mepanuu
ADP [16, 47, 49, 50].

Bcem mnanuentam JIAID, nonyuatomum seuenue ADP  (amOpuszeHtana*™*, GozeHTaHa™*,
MaluTeHTaHa**), peKOMEHIYeTCs eXKEMECIIYHOE UCCIIE0BaHUE YPOBHS 00IIero reMoriioonHa B
KpOBH JUIs OLIEHKHU Oe30macHoCTH Tepanuu [6, 15, 16].

EOKIC (YYPC, YA 5)

KommenTapuii. Mccrnedosanue yposHs obueco cemociobuna 6 Kposu s67semcs 00513amenbHbim
mecmom Ha Goue nevenus AP, mepanus xomopwvimu 0o 15% cayuaes ocnodcHsemcs
CHUdCEHUeM YpoeHs cemoenoouna [6, 12, 49, 50].

Bcem marmuentam ¢ JIIT pekoMEHIOBaHO BBHITIOJHEHHE KOAryJOTrpaMMbl (OPHEHTUPOBOYHOTO
HCCJIETIOBAHMSI CUCTEMBI T€MOCTa3a) (aKTUBUPOBAHHOE YACTHUYHOE TPOMOOILTACTHHOBOE BPEMS,
ompeiesieHue MPOTPOMOMHOBOTO (TPOMOOIUTACTUHOBOTO) BPEMEHH B KPOBH WM B ILIa3Me,
ornpesesieHue KOHIICHTpaIuu J[-auMepa B KpOBH, HCCIICIOBAaHUE YPOBHS (UOpHUHOTEHA B KPOBH,
ompejieieHue aKTUBHOCTH aHTUTpomOuHa III B KkpoBU), ompeneneHrne MeXIYHapOTHOTO
HOopManu3oBaHHoro oTHomenus (MHO) B pamkax mnepBUYHOrO oOcienoBaHUs, TNpU
MOCTYIJIECHWH B CTallMOHAp W Jajee Kaxiable 6—12 mecsneB Uil AUATHOCTUKU HapyIICHUH
reMocTa3a u MporHo3a prcka KpoBoTedeHwuit [15, 16, 44, 47].

PKO IC (YYP C, YU 5)
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Pexomenayercs wuccienoBanwe ypoBHS cBoOomHoro TpuiioatupornuHa (CT3) B kporw,
uccienoBanue ypoBHs cBo0ogHoro TupokcuHa (CT4) cbIBOpOTKH KPOBH, UCCIIEIOBAHUE YPOBHS
tupeorponHoro ropmona (TTI') B kpoBu y Bcex nanuenTos ¢ JII' npu nepsuyHOM 00cCiIe10BaHUI
JUIS BBISIBIIGHUS TTATOJIOTHH IIUTOBUIHOM KeJIe3bl U IIPH YXYALICHUU TeueHus 3a0oneBanus [15,
16, 17,47, 48].

EOK /PKO IC (YYP A, Y] 2)

KommenTapuii. ¥ nayuenmos c JII' yacmo ecmpeuaromes 3a001e8anust WiumosUOHOU JHcele3ol.
Ilamonozcusa wumosuOHoU dHcenesbl Moxcem 3ampyoHams OUASHOCIUKY U JleYeHUe NayueHmos
JII' unu yxyowame meuenue 3abonesanus [49,51].

PekoMenayercss ompeneneHue COACpKAHUS aHTUTEN K KapAUOJIUIUHY, AaHTUTEN K
dochomununam, anTuTen K OeTa-2-TIMKONPOTEHHY B KPOBH y MALMEHTOB C MOJO3PEHUEM Ha
XTOJIT' nuis BeisiBIeHUS GakTopoB pucka [15, 16, 44, 52].

PKO IC (YYPC, YIA5)

PexoMenpayercsi onpeneneHue coiepkaHus aHTUTEN K aHTureHam siapa kietku u JJHK y Bcex
nanuenToB ¢ nogo3penuem Ha JIAL nnst uckmouenus accounannu ¢ Ct3CT [6, 16, 17, 49].
EOKIC (YYP S, Y] C)

KommenTapuii. V nayuenmos c JII' docmamouno uacmo 6cmpeuaemcs nogvluieHue
aHmuHyKieapuvlx aumumen ¢ nuzkom mumpe (1:80). Juacnocmuueckum mumpom onpeoenenus
AHMUHYKIEAPHBIX AHMUMel MeMmoO0OM UMMYHOPI0OpecyeHyuu cuumaemcs mump > 1:160, npu
KOMOpoMm cliedyem OYeHumsv CHeKmp AHMUAOepHbIX aHmumen 8 yensx oughgepeHyuanvbHou
ouacnocmuxu  CCJl unu  nepekpecmumoco  cuHOpoma, Komopwvle Haubolee  4acmo
manugpecmupyrom JII' [6,16,47,49].

PexkoMenayercs uccnenoBanue ypoBHs HaTpuidyperudeckoro nentuaa mosrosoro (BNP) mnm N-
TEPMHHAIIBHOTO (parMeHTa HaTpuilyperuyeckoro mnponentuga mosrosoro (NT-proBNP) B
KpOBH Yy Bcex manueHToB ¢ JIAI B pamMkax mepBUYHOTO OOCIENOBAHUS U Janee Kakiasie 6—12
MECSIIIEB C LIeTbI0 CTpaTU(UKALMU pUCcKa cMepTHOCTH [6, 16, 17, 49, 50].

PKO IC (YYPS, Y1 ©O)

KommenTtapuii. BNP u NT-proBNP ocmatomcsi eOuHCmME8eHHbiMU PYMUHHBIMU OUOMAPKEPAMU,
Komopule 3PGeKmueno UCNONL3YIOMCA 8 KIUHUYECKOU Npakmuxe OJisi OYEeHKU NpOcHO3d
nayuenmos JIAI' u oyenku pesynomamog nevenus [279].

Bcem manumentam JII' ¢ aHeMuel TsDKENOM WM CPEIHEW CTENEHW TSKECTH, a TaKKe INpH
MOJIO3PEHUH Ha KPOBOTEUYEHHE DPEKOMEHJOBAHO OIpE/eJIeHHEe OCHOBHBIX TPyNI KPOBU IO

cucreme ABO, anturena D cucremsl Pesyc (pesyc-dakrop), peHoruna no anturesam C, c, E, e,
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Cw, K, k u onpeznenenne aHTU3PUTPOLUTAPHBIX aHTUTEN MPU MOCTYIUICHUH B CTAllMOHAP JJIS
pelIeHus BOIpoca o nepesiMBaHuM OJIHOTPYIIOBOM 3pUTpoLMTapHOUM Macchl [15, 16, 48].

PKO IC (YYP C, YA S5)

Bcem manmentam ¢ JII' pekomenaoBano ompenenenue anturena (HbsAg) Bupyca remarura B
(Hepatitis B virus) B kpoBu, antuten k Bupycy renaruta C (Hepatitis C virus) B KpoBH, aHTUTE
K OnenHoit TpenoHeme (Treponema pallidum) B kpoBu, antuten kinaccoB M, G (IgM, IgG) k
BUpycy nMmyHozaedunuta yenoseka BUU-1 (Human immunodeficiency virus HIV 1) B xpoBn,
anturen kmaccoB M, G (IgM, IgG) x Bupycy mmmyHonedunura uenoBeka BMU-2 (Human
immunodeficiency virus HIV 2) B kpoBHM B paMmKax IEpBHYHOTO OOCJICIOBAHHS U TIPH
MOCTYIJIEHUH B cTanuoHap [15,16, 48].

PKO IC (YYP C, YA 5)

KommenrTapuii. [lpu kiunuuecku 3HAYUMBIX OMKIOHEHUAX J1AOOPAMOPHLIX — MeCcmos,
Xapaxkmepuszyrowux QyHKYuro neyeHu, Heoobxooumo nposooums cepoOUdcHOCMUK)Y 2enamumos
OJisl UCKTIIOYEHUS NOPIMONYIbMOHANbHOU 2unepmen3uu. Onpedenenue anmumen kiaccos M, G
(IgM, IgG) k supycy ummynooepuyuma ueroeexa BUY-1 u BUY-2 6 kposu Heobxooumo 0.4
ucknrouenus accoyuayuu JII' c BU9-ungpexyueii [6, 16, 48].

2.4. UHCTpYMeHTA/IbHBIE TUATHOCTHYECKHE HUCCIIe0BAHMSA
DJleKTpoKapauorpagpus

Pexomenpayercsi peructpanus saektpokapauorpammel (OKI') Bcem manumentam c JII' mpu
MEPBUYHOM OOCIIEZIOBaHUU U B TIpoIlecce TUHaAMHUecKkoro HabmoaeHus [15, 16, 17, 44, 48].
PKO IC (YYP A, Y1 2)

KommenTtapuii. Tunuunvivu npusnaxamu JII' na K1 aensaiomces: omkioHenue 31eKmpuyeckoll
ocu enpaso, «p-pulmonaley, npusnaxu cunepmpoguu u nepeepysxu [K, b10xada npagou HodtcKku
nyuka luca u yonunenue unmepsara QTc [6, 47, 53]. Veenuuenue amnaumyowr 3y6ya R u
coomuoutenusi R/S 6 npasvix epyonvix omeedenusx, kax IKI-npuznaxu eunepmpogpuu IDK,
umerom HedoCcmamounyo 4yyecmseumenvhocmo (55%) u cneyuguunocmeo (70%) ona npumenenus
C yenvio CKpuHuHea, mozoa Kaxk nepecpysxa IDK sasnsiemces 6onee uyscmseumenbubim npusHaKom
[54]. Pacwupenue rxomniexca QRS u yonunenue ummepsana QTc ceudemenvcmsyrom o
maxcecmu  3a00/1€6aHUs U  ACCOYUUPOBAHbL C HeOaazonpuamusim npocnoszom JII' [55].
Haoowcenyoouxosvle napywenus pumma uawe 603HUKAIOM 8 OANEKO 3auedulux cmaousix
3abonesanus, npueoos Kk dexomnercayuu aerenuti CH [6, 56]. YV 25% nayuenmos c JIAI 6

meyenue 5 iem HAOI0OeHUs pecUCmpUpYIOmcs mpenemanue uiu Guopuiisiyus npeocepoutl,
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3HAUUMENbHO YXyoularuwjue npocHO3 NAYUeHMda NpU HEBO3MONCHOCMU B0CCMAHOBIIEHUS]
cunycosoco pumma [6, 12, 15]. Hopmanvnas IKI' ne ucxmrouaem nanuuue JII, oonako npu
couemanuu Heusmernennou IKI ¢ nopmanvrvimu yposuamu ouomapkepos (BNP/NT-proBNP) y
nayuenmos ¢ nodospenuem va JII' unu gpaxkmopamu pucxa JII' (nanpumep, nocie ocmpoui TOJIA)

UMeemcsi HU3Kas 6eposmHocms 3aboneeanus [12,57].

PenTrenorpadusi opranoB rpyJiHOM KJIETKH

Pexkomenyercsi mpoBeaeHHE MPULIEIBHOM PEHTreHOrpaduu OpraHoB TIPyIHOW KIETKH BCEM
naruerTam ¢ JII' mpu nmepBUYHOM OOCIICTOBAHHH ISl YTOUHEHUS TPUYUHBI 3a00JIeBaHUs, TIPU
TOCTIMTAIM3AIIMY U B TIpoliecce JUHAMUYecKoro HaOmoaeHus [ 15, 16, 18, 44, 48].

PKO IC (YYP A, VI 2)

KommenTapuii. [lpu npuyenvroti penmeenozpaguu opeanos 2pyoHOU KIemKuU BblAGIAI0MCs
NPU3HAKY, Xapakmephuvle 01i namono2uu neekux (epynna ) unu 3acmotinvle aenenus npu
3a001e8anuUsx 1e6blx omoenos cepoya (epynna Il), a maxoice cneyuguueckue npusHaku psaoa
peoxux 3abonesanui [45, 49]. V 90% nayuenmos UJIAI" na momenm nocmano8Ku OuazHo3a
BBIABNIAIOMCI NAMOlocUYecKue usmenenus 8 euoe ounamayuu cmeona JIA (Il dyea no neeomy
KOHmMYpY cepoya), 06eOHeHUs1 1e20UH020 COCYOUCMO20 PUCYHKA, PACUUPEHUsT NPABLIX OMOEN08
cepoya [16, 18, 47]. Taxncecmv JII' mooicem He KOppeiuposams coO  CHENeHbio

PEHMCEHROTIOCUHUECKUX UBMEHEeHULL.

KommekcHoe HCCJICAOBAHUC (l)yHKHPlI/I BHCIIHEIo0 JbIXaHUA MU QaAHAJU3 T1a3oB

apTepuajbHON KPOBH

PexomeHayeTcsl MPOBOJUThL KCCIIE0OBAHUE HECHPOBOIMPOBAHHBIX JBIXaTCIbHBIX OOBEMOB M
NnoTOKOB AU Py3nOHHOM CIOCOOHOCTH JIETKUX BceM manueHTam ¢ JII' mpu mepBUYHOM
00CIIeZIOBaHUY U YXY/IIIICHUU TSYCHUS 3a00JICBaHUS JIJIsl UCKITIOUYCHUS TIATOJIOTUH JIETKUX [6, 12,
15, 38, 45].

EOK IC (YYP C, Y1 5)

PexoMeHyeTcst MpOBOIUTH UCCIICA0OBAHUE KUCIIOTHO-OCHOBHOTO COCTOSIHUSL M Ta30B KPOBHU BCEM
narrentam JII' ¢ apIxaTenbHBIMU HAPYIICHUSMH TPU TIEPBUYHOM OOCIICIOBAHUH U XY IIICHUH
TeueHus 3abomeBanus [6, 12, 15, 44, 48].

EOK IC (YYP C, Y1 5)

KommenTtapuii. Oyenxa @yuxkyuu eHnewneco Ovixanus (DB/) - uccnedogarue
HeCnpoOBOYUPOBAHHLIX  ObIXAMENbHLIX 00beMo8 u  nomokos (cm. Cnucok coxpaweHuil)

HeobXx00UMO OJil 6bIAGNEHUS NAMON0UN TeSKUX U OYEHKU ee mAdcecmu. XOAKBJI, kax npuviuHa
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eunokcudeckou JII', ouazcnocmupyemcs npu HAIU4UU HeoOpAMuMblX OPOHX00OCMPYKMUBHBIX
USMEHeHUll, 4acmo 8 COYemaHuu C YeluyeHueM OCmamo4yHo2o0 obvema JeeKux npu
boounnemuzmozpaghuu u 603modxcuvim crhudxcenuem DLCO. Ilpu ananuze 2azoeoeo cocmasa
apmepuanvHol Kposu y nayuenmos ¢ XOBJI xapakmepno cHudiceHue napyuaibHo20 0deieHus.
Kucnopooa 8 apmepuaivhoi kposu (PaQ:2) npu nHopmanbHOM UlU NOBbIUEHHOM NAPYUATLHOM
oaenenuu yenekuciozo easa 6 apmepuanvrol kposu (PaCO2) [36, 47]. Taxcecmob smguzemol
w/unu U3J1 oyenusaemcs ¢ nomowwto xomnwvromepro momoepaguu (KT) opeanos epyonotl
nonocmu. Couemanue smpuzemvl U GuopPo3a 1e2KUx Moxcem npusooOUms K NCe800HOPMATbHOL
Kapmune npu evlnoaHenuu cnupomempuu, npu smom DLCO ocmaemcs CHUMCEHHOU, 4mo
mpebyem KOMNJIEKCHOU OYeHKU KAaK pe3yibmamos (YHKYuu JieeKux, mak u OaHHbIX Memooos
suzyamuzayuu Ol UCKTIOYeHUs ouasHocmuyeckux owubox [58]. 'V  nayuenmos JIAI
onpeoensiemcsi 1e2Koe Ul YMEPeHHOe YMEHbUIeHUE JIe20YHbIX 00beM0o8, acCOYUUPOBAHHOE C
msaxcecmvio 3abonesanuss;, DLCO cHudicaemcs 6creocmeue GeHMUNAYUOHHO-NEPPY3UOHHO20
oucbananca [15, 57]. Huskuii yposenvs DLCO, ocobenHo 6 couemanuu cO CHUMICEHUEM
ovixamenbHblx 00vemos, modxcem ceudemenbemeosams 06 accoyuayuu JIAI ¢ CCl], a maxorce
mpebyem oughghepenyuanvrozo ouacnosa ¢ U3JI (epynna Ill) u JIBOK [16, 18]. Kpatine nusxuil
yposerv DLCO y nayuenmos c JIAI', onpedenennviii kax 45% om 0ondicHozo, accoyuuposau ¢
ninoxum npoenozom [12]. Ilpu ananusze 2cazo8o02o0 cocmasa apmepuanvHol Kposu y 6oavHuix JIAL
PaO:> 6 nokoe ocmaemcs 6 npedenax Hopmwl unu Heckoavko cHudceno, PaCQO2 cuuowceno

screocmaue anbeeoIsApHoU eunepeenmunayuu [49].

Ixokapauorpapus

PexoMenayercs mpoBeeHNe TpaHCTOopakaabHOU axokapauorpaduu (OxoKI') Bcem manueHnTam ¢
nono3peHreM Ha Hanuuue JI[' B kayecTBe CKPUHUHTOBOT'O HEWHBA3MBHOTO TUATHOCTHYECKOTO
MCCJIEIOBaHMS U B TIpoliecce JMHAMUYECKOro Ha0moaenus [6, 12, 15, 16, 18, 44, 49].

EOKIC (YYPC, YA 5)

Kommenrapuii. OxoKI™ siensemcsi eQuncmeennbiM Hauboiee uHpoOpMamueHbiM HeUHBAZUGHBIM
OUASHOCTNUYECKUM MEMOOOM 0I5l CKPUHUH2A OONbHBIX ¢ N0Oo3peruem Ha JII'. Bre 3asucumocmu
om smuonocuu JII' npusooum x nepeepysxe IDK Oasnenuem u ezco oucgynxyuu. IxoKI
N0380.J51em NOAYUUMb UHDOPMAYUIO 0 MOPPOI02UU NPABLIX U NEBbIX 0OMOeN08 cepoyd, PYHKYUU
IDK uw JDK, cocmosHuu Kianawos, a makdice HEUHBA3UBHO OYEHUMb HEKOMmopbie
eemoounamudeckue napamemput ([J1A, oasnenue 6 I111, yoapusiii oo6vem (YO) IDK, CB). OxoKI’
MaKice sAGIACMC YEHHLIM UHCIPYMEHMOM, C NOMOWbI0 KOMOPO2O BO3MONCHO GbIABUMb

NPUYUHY NPeOnoaazaemoll Ui yice noomeepicoennou JII, nanpumep, 6 ciyyasx 3abonesanuil
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nesvix omoenos cepoya unu BIIC. Tem ne menee, IxoKI' ne moocem ucnonvzosamvcs 05
sepuchuxayuu ouaernosa JII', ons smozo mpebyemcs npogeoenue upe3eeHo3HOlU Kamemepusayuu
cepoya (YBKC). V nayuenmos ¢ ycmanosnennvim ouacnoszom JII' OxoKI noxazana c yenvio
oyenku npocnosa (npu JIAI) u oOunamuueckoco HabnoOeHus 3a nayueHmamu Ha ¢one
nposooumoul mepanuu [15, 16, 44, 48, 59].

Ilpunumas 6o eHumanue cemepocenuyto npupooy JII' u ocobyro eceomempuio IDK, nonammo
omcymcemeue eounozo IxoKI -napamempa, Komopwlii Moz 661 00CHMOBEPHO CEUOEMENbCIBO8AMb
Kax o Hanuuuu JII', max u 06 smuonoeuu 3a6onresanus. B cea3u ¢ smum mpebyemcsa KOMHIEKCHOe
IxoKT -uccrnedosanue, memoouueckue acnekmsl NPOBeOeHUsE KOMOPO20 NOOPOOHO U3NONHCEHBL 8
coomeemcmeayrouwux pekomenoayusax u nyoauxayusx [60-64]. Haubonee ungpopmamuenwvimu
IxoKI-napamempamu ona oOuacnocmuxu JII' aenaiomcsa  nukoeas CKOpocms NOMOKA
MPUKycnudaivHou pecypeumayuu (Vmp) u ee npoussoomnsvie (NUK08bill CUCIOIUYECKUL 2PAOUEHM
oasnenusi Ha mpukycnuoanroHom knanaue (TK) u pacuemmuas eenuuuna cucmonuveckozo /{JIA
(pCLJIA) [65, 66]. C yuemom Hemounocmu HeuHgazusHou oyeHku oasnenus 6 I111 ¢ nomowwto
OxoKI [67] u ysenuuenus owubku usmeperus npu UCnoib308aHUU NPOU3BOOHLIX NEPEMEHHBIX
om cKopocmu mpuKycnuoanibHou peyepeumayuu [68, 69] 6 nacmosawux pekomeHoayusx, KaxK u 8
pexomenoayuax EOK [I2], 6 kauecmege kitouesoco napamempa O0nsi oyenku OIxoKI—
sepossimuocmu JII' ucnonv3o6ana nukosas ckOpocms HOMOKA MPUKYCAUOATbHOU pe2ypeumayuu
(Vmp). Beposmuocmuwiii nooxoo k IxoKIl-ouaenocmuke JII' pexomenoyemcs monvKo npu
00c1e008anUU NepsuUYHbIX OONLHBIX (00 NOOMEepIHcOeHUs OuacHo3a). Bepoamuocmos y nayuenma
JII" oyeHusaemcs Kax HU3KAs, CPeOHAs Wil 8bICOKAS, 8 3AGUCUMOCMU OM NUKOBOU CKOPOCMU
HOMOKA MPUKYCNUOANbHOU pe2ypeumayuu (onpeoensemcs ¢ noMoubo NOCMOAHHO-80HOB020
O0ONNIEPOBCKO20 UCCNe008AHUSL) U HAIUYUSL OONOIHUmMeNbHbIX Ix0KI -npuznaxoe co cmopomsi
Jrcennyoouxos cepoya, JIA, a maxoce nudicneu nonotu éenvt (HIIB) u npasozo npedcepous (I111)
(Tabn. 4 u 5).

Taﬁ.lmua 4. OnpeﬂeneHI/Ie BCPOATHOCTU JIETOYHOM THIICPTCH3UN Ha OCHOBAHWH HOAHHBIX

sXoKapauorpapuu
CKOpoCTh TpHUKYCHUAAIBHON Hamuune pomosiHUTENBHBIX BepositHocts JII' o
perypruTtaiuu, M/c Ox0oKI'-npusnakos nanHbM OxoKI
< 2,8 W1 HE U3MepsIeTCst HET HHU3Kas
< 2,8 WK HE U3MepsIeTCst na* cpenHss
2,9-34 HET CpelHss
2,9-34 na* BBICOKAast
>34 He TpeOyercs BBICOKAsI
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[Tpumeuanue: * HE0OXOAMMO HATMYHUE TONOTHUTENBHBIX MPU3HAKOB KaK MUHUMYM U3 2 pa3HbIX

kareropuii (co ctoponsl xemyaoukos/ JIA/ HIIB u I1IT)

Ta6aunma S. [lononHHUTENbHBIE dXOKapAuorpaduueckue MPU3HAKK, TOBBIIIAIOIINE YPOBEHb

BEPOATHOCTHU JIETOYHOH THIICPTCH3UHU B JOIMOJJHCHHUE K UBMCPCHHUIO CKOPOCTHU TpHKYCHHHaHBHOﬁ

perypruranuu
DKenynouku Jlerounas aprepus HrokHsAs 1osiass BeHa M IIpaBoe
npeacepane

Bpewmst yckopenust kpoBotoka B [[{luamerp HIIB >21 MM B
CooTHoOLIEHHE  JUaMETPOB

BbIHOCsILEM TpakTe [DK COYETAaHUU C YMEHBIIIEHUEM
[1PABOT'0/JIEBOTO KETYJOYKOB o

<105 MC u/wm cniagenust Ha Baoxe (<50% npu
Ha  ypoBHE  0Oa3ajJbHBIX

CpeAHECUCTOINYECKast BbleMKa |(DOPCUPOBAaHHOM BJIOXE MITU
cermMeHToB > 1,0 o M

(3a3y0OpuHa) < 20% 1npu CIIOKOMHOM BJIOX€)
YiulomeHue [Tnomans mpaBoro mnpeacepaus
MEIKEITY JOUKOBOM >18 cm2

CxopocTb MOTOKA

[ePEeropoiKu (uHOeKC
HKCLIEHTPUYHOCTHU JIEBOI'O
xenyaouka > 1,1 B cuctomy
WU B CUCTOJIY ¥ IMACTONY)

erypritaiun Ha JIK B Hauaste (u3MepsieTcs B KOHIIE CHCTOJIBI)

TMacToiel > 2,2 M/C

nUaMeTp JISTOYHOI'O CTBOJIA >

OTHOIIICHHUC HAMOTDA KOPHS AG
TAPSE/pCIUIA <0,55 wmm/ [ pa Kop
MM PT. CT. JTUaMCTP JICTOYHOI'0 CTBOJIA

> 25 MM

[Ipumeuanue: agantuposano [12]: JIK — nerounslii kinanan; Ao — aopta; HIIB — Hixuss nonas sena; TAPSE (Mm) — cucronundeckas S3KCKypcus

brbpo3HOro KONbIA TpHKYcMAambHOTO KianaHa; pCIJIA (MM pT. c1.) — pacueTtnas BenmmunHa CJIJIA mo marHBIM DX0KI

B cnyuae nuskoil BepostHocTH JII' pekomMeHayeTcsl MOMCK JIPYruX HpPUYNH, OOBSICHSIOIINX
CUMITOMATUKY y MallMeHTa WU HaOJ0ieH!e (€CIU TaKOBbIE HE YCTAaHOBJIEHBI); IPU CPEIHEN 1
BBICOKOW — HanpasieHue K cneuuanucty no JII' (Puc.1. Ilpunoxenue b1 ).

BaxxHo oueHuBarh noiydeHHble pe3ynbraTel OXOKI' B kiamHMueckoM KoHTekcre. Ilommumo
OxoKI'—napameTrpoB, ypoBeHb BepoATHOCTH JII' moBblmaeT Hamuuue y O0JIbHOTO (HhaKTOpOB
pucka JIAT (C3CT, ocobenno CCJI; nmopransHoi runeprensun; BUU-undexnmm; cemeitHoro
anamue3a JIAI) u XTOJII' (TOJIA B aHaMHe3e; HaaM4Me UMIUIAHTHPOBAHHBIX
BHYTPHCOCYJMCTBIX YCTPOMCTB B MpaBbIX OTAENaX CepJla; BOCHAIUTEIbHBIX 3a00JIeBaHUI
KHILIEYHNUKA; ICCEHLHAIbHOW TPOMOOLMTEMHUH; CIUICHIKTOMHUS B aHAMHE3€, TOpPMOHaJbHas
3aMECTUTENIbHAs Tepanusi TOpMOHAMHM UIMTOBHUIHOW JKele3bl B BBICOKHUX J03aX; HaJlWYHe
3JI0KAQUeCTBEHHBIX HOBOOOpa3oBaHMi), dYTo TpeOyerT Oosiee THIATEIBHOIO MOAXOJA K
00cIIeZIOBaHUIO U HAOIIOIEHUIO 32 ATUMHU KaTeropusiMu 60sbHBIX [12]. HecMOTpst Ha KpUTHKY B
MoCJIeTHEEe BpeMsi B OTHOIIEHWW HenHBa3uBHOU oneHkH JIJIA ¢ momompro Ox0oKI', pacuerHas
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BenuunHa CIJIA (pCIJIA) Ha NMPOTSHKEHUM MECATUIIETHH OCTAeTCS HEOTHEMJIEMON YacCThIO
crangaptoro IxoKI— mpotokosna [60, 70].

Pacuer CIIUTA ¢ nomomibto OxoKI' ocHOBBIBaeTCS Ha ONpEAEIEHUN TMKOBOM CKOPOCTH MTOTOKA
TPUKYCIUJAIBHON peryprutauuu (VTp) U UCIIOJIb30BAHUM YIPOLIEHHOTO ypaBHeHUs: bepHyiu
B couertanuu ¢ oneHkoil paBinenuss B IIII. Ilo ynpomenHomy ypaBHeHUIO bepHym
paccuuThiBaeTCs cucTomdyeckuil rpaguent aasiaeHus Mexay [DK u [T Tlcl' Itk=4 x V1p 2 e
[IcI'ITk — NUKOBBINA CHUCTONMYECKUU rpaaueHT aasiienus Ha TK (= cucronnueckuil rpajJueHt
nasienus mexxay [DK u I1IT). Jlasnenue B I1I1 () MoskeT OBITh pacCYMTaHO ITyTEM U3MEPEHUS
nuametrpa HIIB u ero m3menenus B 3aBucumocts oT (a3 asixanus: nuamerp HIIB <2,1 cm u
cnajsienre Ha (opcupoBaHHOM Brioxe >50% CBUAETEILCTBYIOT O HOpMaibHOM naBieHuu B 1111,
paBHOM 3 MM pT. cT. (B npeaenax 0—5 mm pr. ct.), Torna kak nuametp HIIB >2.1 cM u cnanenue
Ha (opcupoBanHoMm Broxe <50% wmimm <20% mnpu CHOKOWHOM BJOXE TOBOPSAT O BBICOKOM
nasienuu B I1I1, pasHoMm 15 mm pT. cT. (B mpeaenax 10—20 mm pt. cT.). B cnyuae, korna nuamerp
HIIB u ee cnageHue Ha BIOXE HE COOTBETCTBYIOT 00O3HAYEHHBIM HHTEpBAIaM, MOXET OBITh
MCIIOJIb30BAHO MPOMEKYTOYHOE 3HAUCHHE, paBHOE 8§ MM pT. CT. (B mpeaenax 5—10 MM pr. CT.).
ITpu otcyrcTBUM 0OCTpyKuuu Ha myTsx orroka u3 IDK (cyxkenus BeiHOCsmero tpakrta DK,
JIETOYHOTO CTE€HO3a, B T. Y. HAJKJIAMaHHOIO) CHCTOJIMYECKOE JaBIICHUE B MPABOM KEIyI0YKe
CUMTAIOT YCJIOBHO PaBHBIM CHCTOJIIMYECKOMY JaBJICHHIO B JIETOYHOW apTepuu. B sTom ciydae
¢dopmyna g pacuera C/JIA cnenyromas: pCAJIA=IIcI' Atk +/lnn. Bepxuuii npeaen HOpMbI
pacuetHoit Benmmunnbl CIIJIA (pCIJIA) Haxoautcs B quamnaszone 35 - 40 mm pt. cT. [60].

B xpynHOM OIHOIIEHTOBOM HCCIIEOBaHMM [71] ¢ BBICOKMMH KOMIIETEHLMSIMU B IPOBEICHUH
Ox0KI" Ha koropre 1695 naumenTtos (72% u3 HUX ObLIM ¢ pa3nuuHbIMU popmamu JII') BeIsBIEHA
xopomrast koppemsiiust mexay pCHJIA mo DxoKI' ¢ CIJIA mo manueim UBKC. B stom
HCCJIEIOBaHUM TaKXke Obl1a onpezaeneHa noporosas enuunHa pCIAJIA=36 mm pT. cT., KOTOpas
coorBercTBOBana cp/lJIA=25 MM pt. cT. o nanHsiM UBKC, ¢ xopommmmu xapakTepuCcTUKaMU
JUISl HEMHBa3UBHOT'O JMArHOCTHYECKOTO TeCTa (4yBCTBUTENBHOCTb—87%; ciennuaHocTs—79%:;
MPOrHOCTUYECKAsl LIEHHOCTh MoJIokUTenbHOro (91%) u orpunarensuoro (70%) pe3yiabTaTos;
IMarHocthdeckas TodyHocTh — 85% mius BewBienust JII'. Ilo mamaeiM MertaaHanmsa 27
uccienoBanuii [72], B kotopeix npoBoamiock cpasuenne pCIJIA u CIJIA no nanasim UBKC,
o0I11e YyBCTBUTENIBHOCTh U crieruduuHocTs gonmiep-OxoKI' B auarnoctuke JII' coctaBumu
85% u 74%, COOTBETCTBEHHO, & OTHOIICHHE MTPaBIOTIOI00MS MOJIOKUTEIBLHOTO pe3yibTaTa — 3,2.
B cmyuae moporoBoit Beamuuubl pCIJIA >35 mm pr. cT. (B cybananu3 Bouuio 4 uz 27

UCCIIEIOBaHM) UyBCTBUTEIBHOCTD BO3pocia 10 92%, a cnenuduuHocTh coctaBuia 65%.
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Taxum o6pazom, B Hopme pCIIJIA <36 mm pt. ct._IIpu onpenenernnn pCIIJIA crnemyeT moMHUTB,
KaK 0 BO3MOXKHOCTH €€ HEZOOICHKH (MaJbIi, TM0O0 CIUIIKOM OOJIbIION 00beM TPUKYCIUAATBHOM
peryprurtaium, HeCOBIaIeHUE HAIIPABJICHHUS CKAaHUPYIOIIETro Y 3-1yya ¢ HallpaBJI€HUEM MOTOKa
perypruTaiyu U 1p.), TaKk U NepeoueHK: (Tpu OOJBIIOM CepJeYHOM BHIOpOCE y MAIMEHTOB C
3a00JIeBaHUSMU MEYEHU WJIM MPU CEPIIOBUIHOKIETOUYHON aHEMHUHU; HEBEPHOU OlEHKE MUKOBOM
CKOPOCTH T10 CIIEKTPY MOTOKA TPUKYCIUIATBHOU peryprutamun) [12].

[Taniuentam ¢ paHee ycraHoBiieHHbIM auarno3oM JII' B mportokone IxoKI'-uccnemnoBanus
cnenyet pukcupoBath Hanumuue npusHakoB JII' ¢ ykazanuem Benmunnbl pCJIJIA, 9To qocTaTouHO
JUIsl TIEpBUYHOrO 3BeHa 3apaBooxpaHeHus. B skcmeptHeix mnporokonax IxoKI™ moryr
YKa3bIBaTbCsl JIONOJIHUTENbHbIE pacueTHble BenuuuHbl JIJIA: cp/lJIA, paccuntaHHOe Kak 1O
notoky TP, Tak u o nmoroky JIP; JI/IJIA, a taxxke [[3JIA, paccunrannoe o ¢popmyie Nagueh
[74]. Beimeyka3aHHBIN IMATHOCTUYECKUN anropuTM 1o BbisiBiieHUt0 JII' ¢ momomnibio 9xoKI', k
COKaJICHHI0, He Bcerga npuMeHuM s 0oabHbIX ¢ BIIC [48, 75]. BaxkHol cocTaBistomei
OxoKI -uccnenoBanusi sBIsETCS OLEHKA COKpaTHTENbHOM (QyHkumu muokapaa DK, xoropas
onpenensier nporno3 mnanueHtoB ¢ JII'. CokparurensHas crnocobnocts [1K omnenuBaercs ¢
MOMOIIIBIO 11eoro psaa napamerpoB: TAPSE— cuctonmdeckoit skckypcuu (puOpO3HOTO KOJIbIla
TPUKYCIUJATBHOTO KianaHa (MM); (pakuuonHoro maMeHeHus rwiomiaau [DK (OUIL %),
CUCTOJIMYECKONH CKOPOCTH CMEIICHHUS KOJblla TPUKYCIHUJAIBHOTO KIamaHa B PEXKUME
UMITYJIbCHOM TKaHeBoil pomtuieporpaduu (TAPSV wmm S, cm/c), mpomonbHoil nedopmanuu
Muokapaa cBobomnou crenku IDK (ctpeitH, %; TexHOMOTHsS CHEKJI-TPEKMHTa), a TaKXKe,
NOTEeHLIMaNbHO, ompenenenuss ¢pakuuu BeiOpoca (PBmx, %) ¢  nmomompo 3D—
sxokapauorpaduu. J[marHocTHYeckoe M MPOTHOCTUYECKOE 3HAYCHHE HMEET JKEeIyI0YKOBO-
aprepuansHoe conpspkerue [1K ¢ JIA (IDK-JIA), kotopoe xapaktepuszyet (u3HOIOTUUECKYIO
apantauuio Gynkuuu DK k u3menenusm Bospactaromieil Harpy3ku B cocynax MKK (k
COTPOTUBIIEHHUIO BBHIOPOCY, T. €. K MOCTHArpy3Ke) U sBJsieTcs Hauboliee HaIeKHBIM MapKepoM
cokpaTuMocT Muokapaa. B pytunHom OxoKI' wuccnenoBanme conpsokenus [DK-JIA
PEKOMEHIyeTCsl OIICHMBATh C TOMOIIBI0 HEWHBA3WBHOTO Cypporara 93TOTO TOKaszaTels —
otnomienust TAPSE/pC/JIA (N>0,55) [12].

OxoKI'—mmapaMeTpbl Takke BHOCST CYIIECTBEHHBIM BKJIAJ B CTPAaTH(HUKAIINIO pUCKAa OOJIBHBIX C
JIAT (Ta6a.22. IIpuaoxenune b1) u nudpdepenmmansusiit auaruos3 ¢ JII rpynner [I. Ha JIT'
BCJICZICTBME TIATOJIOTHH JIEBBIX OTJEJIOB CEpJIa YKa3bIBalOT mpu3Haku yBenuwdenus JIII,
cucronmueckon/ nuacronnaeckort nucynkiuu JOK, runeprpodus muokapaa JOK u ap. (Tada.

15. Ilpunoxkenue B1) Ilpu nunamuyeckoM HabmoaeHuu 3a 0onsHbIMU ¢ JIAD Ha done JIAT -
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crienupuveckoil Tepanmuu ciexyeT oOpaiiaTh BHUMaHUE HE CTOiIbko Ha m3MeHenue pCJIJIA
(0OBIYHO CHMIKAETCSl HECYILIECTBEHHO), CKOJBKO Ha MPU3HAKK OOpaTHOrO PEMOJETUPOBAHUS
npaBblX OTAENoB cepaua (ymensiienue pasmepoB [III u IDK, ymenblienue crenenu
TPUKYCIHUJAIbHON peryprutanuu, uHaekca skcueHTpuuHoctu JIK), ynydiienue mnokasaresnei
cokpaTuTenbHOM ciocooHocTH Muokapaa DK u yBenmuenne CB, uto Oyner cBHAETEIHCTBOM
s dexTuBHOCTH TIpoBOIMMON Tepamuu [59, 76]. Kpome Toro, cieayer MMeTh B BHIY, UYTO
camkenne CIIJIA y 6ompabBIX ¢ JIAT BO3MOKHO HE TOJIBKO B pe3yibTate cHkeHust JICC Ha ¢one
YCHENIHOW Tepanuu, HO U NMpu yMmeHblieHNH CB u3-3a yXy/IIIeHus: COKPaTUTEIbHON (QYHKITUU
IDK. B oroii cBsism HeoOxomumo oneHuBaTh auHaMuky CJIJIA y mamueHTOB TOJBKO B
COBOKYITHOCTH C JIaHHBIMHU O COKpatutenabHoi cnocooHoctr [K u CB.

Pekomennyercs mpoBeneHHE 3SXoKapauorpaduu upecnumieBonHON manueHtam ¢ JII ms
UCKJIIOYEHUS] BHYTPUCEPACUHBIX IIYHTOB [6, 47, 48].

EOK I1IaC (YYP C, YA 5)

KommenTtapuii. Bwiasienue BIIC — o0na u3 eajicHbix 3a0ady 6 OuggepenyuaibHo-
ouazHocmuyeckom aneopumme 6onvnozo ¢ JII, ocobenno npu nooospenuu Ha Oegpexm
MedHcnpedcepOHoll nepe2opooKu No Mmuny 0e@hekmos 6eHO3H020 CUHYCA U/UlU HaACMUYHBLIL
aHOMANbHbILL OpeHadic ne20unvlx 6eH. Haubonee uacmoil npuyunou npexanuiisapuon JII'
ocmaromes cenmainbHuvle OegheKmol, OMKPbIMbLUL APMEPUATIbHBLL NPOMOK, AHOMATILHBIU OPEHANC
JIe20UHbIX 6eH U Opyeue, 8 mom uucie crodxcuvie, BIIC. Taxum obpazom, IOxoKI u, npu
Heobxooumocmu KT u macnumno-pesonancuas momoepagusa (MPT) cepoya u macucmpanvhbix

€ocy008 npumensaomcs 0s gvisagieHus u onpeoenenus éuoa BIIC y nayuenmos c JII'.

Hep¢y3uonnas cumHTHrpadgus Jerkux

PekoMenayercss mpoBeleHUE CHUHTHTpaduu JIETKUX TepPy3MOHHOW B COYETAHHH CO
ciuHTUTpaduel JTerkux BeHTWIAIIMOHHON manuenTam g uckimtouenus X TOJIL [6, 15, 16, 38,
44, 77].

EOKIC (YYPC, YA 5)

KommenTapuii. /lnanapras senmunayuonHo-nep@y3uoHuas cyuHmuepapus neekux seisaemcs
CKPUHUH2OBbIM  MEMOOOM, NO3BONANWUM UCKTIOUUMb  MpomboImboruvecku  eenes JII.
Omcymcmeue  Oeghekmos  nepgysuu  npu  HOPMAIbHOU  GEHMUIAYUU — NO36071em  C
yyecmeumenvHocmoto  90-100% npomue 51% 6 ciayuae nposedeHusi KOMNbIOMEPHO-
momoepaguueckoll aneuoepagduu 1e20unsvix cocy0os u cneyuguunocmoro 94—100% ucknroyumo

XTJIT [78].
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Pexomenayercs mpoBeneHHE TUTAHApHOW TMepdy3HMOHHON CHUHTUTpApUU JIETKUX IS
uckmoueHuss XTOJIIT nmpu orcyrctBum KT-npusznakoB XTOJII' ¥ KIMHUYECKH 3HAYMMOMN
narojoruu Jierkux [16, 44, 79].

PKO IIaC (YYP C, YIAS)

KommenTapuid. B nawetl cmpane npogeoenue 8eHMUIAYUOHHO-NEPPYIUOHHOU cYurmuepaguu
JIe2KUX BO3MONCHO UCKIIOUUMENLHO 8 psoe (hedepanbHbiX YeHmMpOo8, NOIMOMY 8 DONbULUHCINGE
cyuaesd GulNOIHAEMCs NIAHAPHASL Nep@Y3UoHHAs cyunmuepaghus neekux. [na uckmouenus
JIe20UHOU NAMOJI02UU BO3MOICHO NPUMEHEHUEe NPUYETbHOU PeHmeeHocpapuu opeanos pyoHoll
KIemKU UIU KOMNbIOMEPHOU momozpaguu opeanos epyoHot noirocmu. B psade uccredosanutl
OblI0  noKazaHo, uYMoO  OOHOQOMOHHAS IMUCCUOHHASL KOMNbIOMEPHAs  momocpagdus,
COBMEWeHHAs. ¢ KOMNbIOMEPHOU momozpaghueli 1ecKux npeeocxooum no 4yecmeumenbHOCmu
NIAAHAPHYIO CYUHMUSPADUIO T1eeKUX OJisl UCKTIOYeHUs. MPOMOOIMOOIULECKO2O NOPAIHCEHUS.
Je2oyHo20 cocyoucmozo pycia [44, 52, 77]. Hedagno HO8as mexHONO2Us - mMpexmepHoe
MAZHUMHO-PE30HAHCHOe Nephy3uoHHOe KApmuposawue — MNOKA3ANA CONOCMABUMYIO  C
nepgy3uonHol cyunmuepaghuen vyscmeumenbHocms npu ckpununee XTIJII [80].
Omcymcmeue  Oegpekmog  nepysuu  npu  HOPMANLHOU — BEHMUIAYUU  NO360AN0  C
yyecmeumenvHocmoto  90-100% npomue 51% 6 ciayuae nposedeHuss KOMNbIOMEPHO-
momoepaguueckoll aneuozpaguu 1e2ounsix cocy0os u cneyuguunocmoro 94—100% ucknrouumo
XTOJII no oanmnvim uccaeoosanus 2007e. [78].

B 6onee nosvix uccneoosanusx (2017-2020e2.) npu cpagneruu 8eHMUIAYUOHHO-NEPPY3UOHHOU
cyunmuepaguu ¢ KOMNbIOMeEPHO-MOMO2paAduUUecKol anzuocpaguerl J1e2oUHbIX CcoCcyo00s8 U
nepgyzuonnou KT neexux, evinonnennoii 6 pexcume ogyxanepeemudeckou KT (JIKT), 6vina
noKa3ama evicokas yyscmeumenvHocms (97%) u cneyugpuunocmos KT 6 ouaenocmuxe XTOJII
[81,82]. Taxue owce pezyromamul npu cpaguenuu nepdysunnou KT ¢ eemmunsiyuoHHo-
nepghy3uonHou cyunmuepaghueli OvlIU  NONYYeHbl 8 pamkax ucciredosanusi PASEP —
yyecmeumenvhocmv KT cocmasuna 81,3: u 78,9% [82].

IIpu HegosmodCHOCMU NPpUMEHEHUS 8eHMUIAYUOHHO-NEPPYIUOHHOU CYUHMUSPADUU BOZMONCHA
ee samena nepgysuonnoii KT 6 couemanuu ¢ komnvromepho-momozpaguieckou aneuozpagpuen
Je2ounbix cocy0os unu nep@ysuonnou MPT (npu nanuuuu y MeOUyuHcKo20 yupexrcoeHus onvbima
8 NPOGedeHUU MAKUX UCCAe08AHULL) 011 NOOMBEPAHCOeHUs. Ul uckiroyerus ouaznoza XTOJI y

nayuenmos c JIl' Hesicnozo eenesa.
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Komnbrorepuass Tomorpadgusi opraHos rpyAHOiI MOJIOCTH U

KOMIIbIOTEPHO-TOMOrpadguyeckasi aHruorpadgusi JJero4HbIX coCy10B

Pexomenayercs nposeeHue KOMIIBIOTEPHOM TOMOIrpaguu OPraHoB IpyJHONW MOJOCTH BCEM
MalyeHTaMm ¢ npeanoiaraeMon uinu noarsepxkaennoit JII' [6, 15, 16, 38, 44].

EOK IIaC (YYP C, YA 5)

KommenTapuii. KT moocem npedocmasumo 8axdCHYH0 UHGOPMAYUIO OJisL RAYUEHMO8 C 0ObIUKOU
u npeononazaemou/ noomeepxcoennou JII. KT-npusnaxu, yxazvieaiowue na naiuyue JII,
sKatouaiom ygeaudenusii ouamemp JIA, omunowenue JIA x aopme >0,9 u ygeruuenue npasvix
omoenos cepoya [84]. Couemanue mpex napamempos (Ouamemp JIA >30 mm, monwuna
nepeoneil cmenxu IDK >6 mm u omnowenue IDK: JIDK >1) nozeonsem c 8b1coKoll 6eposimHOCIbIO
ouaenocmuposams JII' [85]. Buinonnenue komnvromepHot momoepaguu opearos 2pyoHOuU
nonrocmu no3eonsem eviaeums npuyuny JIIT npu unanuuuu npuszHaKos NApeHXuMamosHo2o
3a601e6aHUsl JlecKUX unu usmMeHenutl, xapakmepHuvix oaa JIBOB, xk xomopuim omuocamcs
YeHmponoOYIApHble 3aMeMHeHUs. N0 MUNY «MAMO8020 CMeKIa» (KOmopbvle makxaice Mo2ym 0vimy
obnapyoicenvl npu JIAI), ymonwenue merncoonrbKo8bix nepe2opoook u aumpadenonamusi [84].
Pexkomenmyercsi mpoBeAeHHE KOMIBIOTEPHO-TOMOTPAaUYECKONM aHTHOTpaguH  JIETOYHBIX
coCcyql0B BceM mnanuentam ¢ nogospenrem Ha XTOJIT, JII' HesicHOTO TeHe3a i yTOYHEHUS
JIMarHo3a M OLICHKH orepadenbHocTH [6, 15, 16, 38, 44].

EOKIC (YYPC, Y11 5)

KommenTapuii. KT- ancuocpagus necounsvix cocyoos ucnonbsyemcs 075l 8bls61eHUs NPAMbIX UTU
koceenHvlx npusnaxkos XTOJII". K npsambim npusHakam omHocamces 0egheKmol HanoaAHe s, 8 8U0e
BHYMPUCOCYOUCMBIX MANHCELl, MEIKUX NPUCMEHOUHBIX CIMPYKMYP N0 MUny mMemopau, cemeu uiu
nepemsicex. Cpedu KOCBEHHBIX NPUSHAKOB MOJICHO 8blOeIUMb 0OeOHeHUe KOHMPACMUPOBAHUsL
OUCMATILHO20 COCYOUCMO20 PYCAA JIe2KUX, HeOOHOPOOHOEe KOHMPACMUPOBAHUE JIe20YHOU MKAHU
1O MUNY MO3aUYHOU nepghy3uu, pacuiupenue OPOHXUATbHBIX APMEPUL, HATUYUE MEHCCUCTIEMHBIX
konnamepaneu. TounHocms OuazHOCMUKU NOGbIULAEMCS NPU UCNOTb30BAHUU COBPEMEHHBIX
momoepagos ¢ WuUpoKumM 0emeKmopom, coo0O0eHUY CIMAHOAPMO8 NPOBEOeHUsT KOMNbIOMEPHO-
momozpaguueckol aneuocpaguu 1e20UHbIX cOCy008 € NpeonoYmumenbHulM 6bINOIHEeHeHUeM
uccnedosanus 6 08e aszvi: NYIbMOHANLHYIO (NPU NEPBOM NPOXOHCOEHUU KOHMPACIMHO2O0
cpedcmea yepe3s npagvle omoenvl cepoya) u apmepuanbHyro, Ymo no360.1em oyeHUumy He MoJIbKO
COCMosAHUEe e20UHbIX COCYO08, HO U 8bIA6UMb OONOIHUMENbHbIE HAXOOKU, HaANpuUMep, Haiudue
MpoMOOMU4ecKUx Macc 8 npagvlx omoenax cepoya. Tounocms unmepnpemayuu pe3yabmanmos

3aesucum om onvsima LlCCJlQOOSClmeJZ}Z, 68 dmou 653U BAOJCHYIO POJIb Ucpaent 603MOINCHOCHIb
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oucmanyuonnou oyenxu KT-uzobpasicenuii 6 sxcnepmuvix yenmpax [86, 87]. V nayuenmosg c
KAuHuweckou xapmurot ocmpou TIJIA KomnvromepHo-momozpaguueckas auveuozpapus
JIE2OUHBIX ~ COCYO08  MOXMCem  NomMoub  oOHapyscums — npusvaku  XTOJII,  exaouas
svlulenepeyuciennvle, a maxce cunepmpodghuio IDK, kax cneocmeaue xponuueckozo meuenus JII°
[88,89]. Buwisienenue npusznaxkos XTIJII' 6 smux cayuasx umeem 6axcHoe 3HAUeHUe, MAK KAK
MOdICem NoGIUAMb HA MAKMUKY 8e0eHUsl nayueHmos ¢ npeononazaemoi ocmpou TOJIA. Bvinom
8 norocmu nepuxkapoa u 3a6poc KOHMpacmupo8aHHOU KPOBU 6 NeYeHOUHble 8eHbl AGIAIOMCA
NpeOUKmopamu Heb1a2onpusimHo20 npoehosa y boavnolx JII" [38,44].
Komnwvromepno-momocpagpuueckasn aneuozpaghus 1e204nblx cocyoos nomozaem 8 onpeoeyenuu
onepabenvrocmu nayuenmog XTIJII, no3601is1 oyeHums JLOKAIUZAYUIO U PACNPOCMPAHEHUe
MpPOMOOMUYECKO20 NOPAdHCEeHUA: HATUYUEe OKKIIO3ULU OCHOBHBIX UIU 00negblx eemeeu JIA unu
npeumyuecmeeHHo nopaxcenue oucmanvbroeo pycia JIA [90-92]. Komnwvromepnas momozpagus
0p2aHOo8 2pPYOHOU NONOCMU SAGNAEMC BANCHLIM UHCMPYMEHMOM CB0e8PEeMEeHH020 OUa2Ho3d
MaKo2o 2po3H020 0C10dicHeHus bainonnou aneuoniacmuxu JIA (BAIT JIA), KakK
penep@ysuonnsviii omex neekoeo [93].

Komnviomepno-momoepaguueckas aneuocpagusa ne2ounvlx cocyoos 6 pexcmme cyompaxyuu
oaem OONOIHUMENLHYIO UHpOpMayUio 8 8ude toOHbIX Kapm, KOmopble ompasxcaiom nepgysuio
JIe20YHOL MKaHU, nosvluias mounocms ouacHocmuxu XTOJII [90-92]. Dmu memoowt éce uauje
UCNONIL3YIOMCSL 8 PAMKAX HAYYHBIX UCCAE008AHUL, 0OHAKO OUACHOCMUYECKAs YEHHOCb UOOHbIX
Kapm npu obcnedosanuu nayuenmos c JII' noxa ne ycmanognena.

PekoMenayercss mpoBeAeHHE KOMIBIOTEPHO-TOMOTpaduuecko aHruorpaduu  JIETOYHBIX
cocynoB nanueHTam ¢ JII' npu nogo3penun Ha Hanuuue BIIC u HeonpeaeneHHbIX pe3ynbTaTax
sXoKapauorpapuu

[6, 15, 16, 38, 48].

EOKIC (YYPC, YA 5)

KommenTapuii. Komnviomepro-momozpaghuueckas aneuozpagus 1e204Hbix cocy008 makice
Modicem ObIMb UCNONL308AHA OIS BbIABNEHUSL OPY2UX CEPOEUHO-COCYOUCTIBIX AHOMANUL, BKIIOYUAS
BHYympucepoeutvle ULyHmbl, AHOMAIbHbIU OPEHAdNC 1e20YHbIX 6€H, OMKPbIMbIL APMepUudIbHblil

NPOMOK U Jle2ouHble apmepuoseHosnvle marvgopmayuu [16, 47, 48].

MarnuTHo-pe30HaHCHasi TOMorpadusi cepAna ¥ MArHCTPAJIBHBIX COCY10B

PCKOMCHI[yCTCH IMPOBCACHHUC MaFHHTHO-pC3OHaHCHOﬁ TOMOFpa(I)I/II/I cepanua U MaruCTpajlbHBIX

cocyzoB nanuentaM ¢ JII' ais ouenku crpykTypHO-pyHKIMOHaNBbHBIX n3MeHenuid [DK u JIA mpu
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HenHpopmatuBHocTH OXOKI[' W mepen MmOCTaHOBKOW B JIMCT OXUIAHUS TpPAaHCIUIAHTAIUA
JIETKUX/KOMILIEKCa Jierkue-cepane [6, 15, 16, 48].

EOKIC (YYPC, YA 5)

KommenTapuii. Maenumno-pesonancnas momoepaghuss (MPT) cepoya u masucmpanbHuix
€OCY008 MOUHO U BOCNPOUZBOOUMO OYEHUBAem pazmep, MOphoao2uto u PyHKyuo npeocepouil u
arcenyoouxos [94-100]. Cneyuanvhvie umnyibCHvle NOCIe008AMENbHOCMU U OONOJHUMENbHAS
obpabomxka uzobpasiceHull No0360JAI0M OYeHuUms makaice napamempul oeghopmayuu JK u IDK.
Omom memoo He C853aH ¢ IY4UeBol HA2PY3KOLL, YMOo 8AHCHO NPU 00C1e008anUU Oemell U MOLOObIX
arodei. Cneyuanbhvie UMNYIbCHbIE NOCIEO08AMENLHOCU U OONOJHUMENbHASL 00pabomKa
uzobpadicenull no380AIOM oyenums napamempwvi Ooegpopmayuu muoxapoa JDK u IDK. C
HOMOWBIO MACHUMHO-PE30HAHCHOU MOMOSpaAduu cepoya u Ma2ucmpanibHbIX cOCY008 MONHCHO
onpedensimos 00vem Kposomoka 6 JIA, aopme, nonvix éenax, umo nozeonsiem paccuumams YO
1K, svipasicennocms 8HYympucepoeuHo2o wyHmupo8arus, oovem pempocpaoHo2o KpoO8OMmoKd.
Bosmooichocms  gbinonnams ¢ HOMOWBIO MACHUMHO-PE30OHAHCHOU  aHeuozpaguu ¢
KOHmpacmuposanuem (00Ha obdracms) auneuocpaguu JIA, oyenusamv nep@ysuio necKux u
cOCMosiHUe MUOKAPOA NO OAHHBLIM OMCPOYEHHO20 KOHMPACMUPOBAHUS, NO380sAem 3d OOHO
uccnedosanue NoOLyYUms NOIHYI0 UHGOPpMAayUio 0 COCMOoAHUU cepoya U 1eeKux. ¥ nayuenmos c
nooospenuem na BIIC MPT cepoya modicem Obimb noje3HbIM MemoOOM Npu HeOOHO3HAUHbIX
pesyiomamax  IxoKIl-uccneoosanuss u KT. Maenumno-pe3onancuas aueuocpagus ¢
KOHmpacmuposanuem (00Ha obaacmy) umeem c8oU NEePCHneKmusbl 8 U3VUEHUU COCYOUCHO20
pycna y nayuenmos ¢ npeononazaemou XTIJII, ocobenno y bepemeHnvix npu noo0o3peHuu Ha
XpoHuyeckue mpomoOo3vl, MONOObIX NAYUEHMO8 UIU NPU HAIUYUU HPOMUBONOKAAHUL K

UCnonb308aHuto coeourenul ooa (1251).

YJIpraCiByKOBOC HCCJICTOBAHUE OPIraHOB 6plOllIHOI71 IMOJIOCTH

Pexomenayercs mpoBefeHHE YIBTPa3BYKOBOTO HCCIEAOBAHHUS OPraHOB OPIOMIHOM IMOJOCTH
(xoMILIEeKCHOTO0) BceM nareHTam ¢ JII' 11st uckimtoueHus maToIoruy MeYeHH U/UITH TOPTaTbHOU
runepreHsuu [6, 15, 16, 44].

EOKIC (YYP C, VI 5)

KommenTapuii. Yismpaszeykoeoe uccieoosanue Oprownou noiocmu OOAHXCHO OblMb 4aCmbio
KOMNJIEKCHO20 OUACHOCMUYECKO20 00C1e008aHUs NAYUEHMO8 ¢ 8nepsvle OUASHOCMUPOBAHHOU
JIT', ocobenno npu noodospenuu na 3abonesanue nevernu. OcHo6HOU 3a0ayell AGNIAEMCs NOUCK
namono2uy nevyeHu Uu/unu nopmanbHoOu cunepmeH3ul Uil NOPMOKABAIbHO20 WLYHMUPOBAHUSL

(manvgpopmayus Abepnemu). Ilpu npozcpeccuposanuu JII' y nayuenmos modxcem pazgusamucsl
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emopuunas ouc@ynkyus newenu u nouex [101, 102]. Ilpu nesacuvix pesyrnomamax Y3U
NPUMEHSAIOM MASHUMHO-PE30HAHCHYI0 momozpaghuio opeanos bpownou nonocmu, MPT opeanos
OprOWHOU nosrocmu ¢ 6HympugenHviM Konmpacmuposanuem, KT opeanoe 6prownotl norocmu,
KT opeanos bprownoii nonocmu ¢ 6HympugenHviM 60110CHbIM KOHMPACMUPOBAHUEM.

He pexomenayercst npoBeaeHre OHOICUU JIETKUX MPU OPOHXOCKOIUHU WM OTKPHITONH OHOMCHS
nerkoro s Bepudukanuu JIAI [6, 15, 16, 47].

EOK IIIC (YYP C, Y] 53)

Tect ¢ 6-MuHyTHON X0AbOOH

Bcem nmanmentam ¢ JII' pekomeHayercs mpoBeieHne TecTa ¢ 6-MUHYTHOM X0Ib0OH ISl OIEHKH
¢buznyeckoit paboTOCOCOOHOCTH B paMKax MEPBUYHOrO OOCIENIOBaHUS, MPHU MOCTYIUICHUH B
CTaIlMOHAp U B Ipoliecce AMHAMUYECKOTO Ha0t0ieHus Kaxabie 6—12 mecsries [6, 15, 16, 44, 48,
99].

EOKIC (YYP C, YA 5)

KommenTtapuii. Tecm ¢ 6-munymuoti xo0v6oti (TLLX) sensemcs nHauboee npocmovim Memooom
OYeHKU uzuyeckoll pabomocnocooHoCmu nayueHmos, OONOIHAEMCs OYEeHKOU 8bIPANCEHHOCU
oovlukuy no bopey, dannvimu nyavcoxcumempuu 8 nokoe u no 3agepuienuio mecma [15, 16, 49].
Hucmanyus ¢ TIIX sersnace nepguunoli KoHeunou mouxou 8 boavuuncmee PKU no uzyuenuro
aghpexmuenocmu JIAL -cneyughuuecxoti mepanuu [6, 12, 103]. Oonaxo 6 memaananusze 22 PKHU
He BblA61eHO 00CMOBEPHOU C853U Medcoy yeeaudenuem oucmanyuu 6 TIIX u doneocpounvim
NPOCHO30M — NAYUEHMO8, 6KII04aAs CMEPMHOCMb Om  6CeX NpUuuH, HOmMpebHoCmb 8
eocnumanuzayuu no nogody yxyoutenus JII', mpancnianmayuu neekux uiu KomMniekca cepoye-

neekue [104].

JprocunupoMeTpus

Pexomenyercs nmpoBefieHrE SprocnupoMeTpun BeceM nanueHTam ¢ JII' 11t oneHku pusnyeckoit
paboToCrocoOOHOCTH B paMKax MEPBUYHOTO 0OCIIEIOBAaHUS, TIPU TMOCTYIIJIEHUU B CTAIlMOHAD U B
mpolecce TMHAMUYEeCKOro HaOmoieHus Kaxasle 6—12 mecsnes [6, 12, 15, 16, 44, 48].

EOK ITaC (YYP C, YA 5)

KommenTapuii. Opeocnupomempus  aensiemcsi  6ad#CHbIM — UHCMPYMEHMOM — Ons  OYeHKU
namo@u3uoI02UtecKUx MexanusmMo8, NPUSOOAUUX K CHUNCEHUIO MOTIEPAHMHOCMU K PU3U4ecKoul
Haepyske [105-107]. Koauuecmeennas oyenxa nompedOieHus KUCIopood 8 YCIO8USX
9P2OCRUPOMEMPUY OCIAEMCSL UHMESPATIbHBIM NOKA3ameem, Ompaxcaouum GyHKYUOHAIbHOe
cOCMosiHUe U KOMNEHCAMOPHbLE BOZMONCHOCMU CEPOCYHO-COCYOUCNOU, Ie20UHOU U MbIULEYHOU
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cucmem. Iayuenmuvr JIAI umerom munuynyio Kapmuuy ¢ HUSKUM NAPYUATbHLIM Od6leHUeM
yenexucnoeo eaza 6 konye eviooxa (PETCQO:), evicokum 6eHMUANYUOHHBIM IKEUBANEHMOM NO
yvenexkuciomy eazy (VE/VCO2), nuzkxumu ruciopoouvim nyiecom (VO2/ YCC) u nuxoswvim
nompebaenuem xuciopooa (VOzpeak) [105, 106]. Cuumaemcs, umo HOpMANbHAS GeIUYUHA
VO2peak noseonsiem ucknouums ouaernos JIAI' [107]. Buisaserenue nammepua kax npu JIAI' y
nayuenmos XOBJI unu namonocueil n1e8blx 0moenos cepoya yKazvleaem HA JNe20UHVIO

cocyoucmyio 6onesus [108].

‘Ipe3BeH03Haﬂ KaTeTepusanus cepana

Pexomenmyercs mpoBeicHue upe3BeHO3HOH karerepusanmu cepana (UBKC) mammentam c
nogo3penuem Ha Hanuuue JIAD unu XTOJID nas moAaTBEpKIAEHUsI NUArHO3a M ONPeIeSICHUs
TaKTUKH jJedeHus [6, 12, 15, 16, 44, 48].

EOKIC (YYP C, YA 5)

Pexomenayerca npooaute UBKC naumentam ¢ JII' B yClIOBUSAX 3KCHEPTHOIO LIEHTPA BBUILY
CJIOKHOCTH BBITIOJTHEHHS ¥ TOTEHLMAIBHOTO PUCKA OCIIOKHEHUHN, CBA3AHHBIX C POLEAYypoHt [6,
12, 15, 16, 109].

EOKIC (YYPC, Y1 4)

KommenTapuii. YBKC nossonsiem éepuguyuposams 0uazno3 u OyeHums msjicecms nayueHmos
U NpocHo3 3abonesanuss, AGNAACL «30JI0MbIM CMAHOApmomy ouasHocmuxu JII' [49, 52].
IIposeoenue YBKC 6610y ClOMCHOCIU BLINOIHEHUS. U NOMEHYUATbHBIX PUCKO8 0/ nayueHma,
CBA3AHHBIX C NPOYEOYPOU, OOIHCHO OCYUeCmENamspcs 8 akcnepmuulx yenwmpax [109]. Ilpoyedypa
YBKC uneaszusHnas, 0OHAKO PUCK pA36UMUS CEPbE3HLIX OCIONCHEHUU NpU ee BbINOJIHEHUU 6
9KCHEPMHBIX YEHMPAax 0080IbHO HU3KUL (cMepmHOocmb, ceéazannas ¢ npoyedypou (0,055%). [lpu
Hanuyuu 06pa308arus Uiy mpomoa, 1o0vix UMNIAHMUPOBAHHBIX YCMPOUCME 8 NPABLIX OMEONAX
cepoya, ocmpou  uH@exkyuu Ul  HeoOBACHUMOU  auxopaoku  nposedeHue UBKC
npomusonoxazano. CoomHouienue pucka u nojib3ol O0AHCHO OYEHUBAMbCA UHOUBUOYATILHO Nepeo
Kaxcovim ucciedosanuem. Haubonee onacnvim ocnoscnenuem YBKC aensemces nepghopayus JIA.
Humepnpemayusa pesynomamos YBKC Oondcna nposooumvcss 6 KOHMeKCme KIUHUYECKOU
KapmuHvl U OAHHBIX, NOJIYYEHHBIX NPU NPOBEOeHUU OPYeUX OUASHOCMUYECKUX UCCTIe008aHULl, 6
ocobennocmu IOxoKI. Hneaszusnas ouacnocmuxa npogooumcs ¢ yeivilo HOOMEepHCOeHUs
ouaenosa JIAL, oyenku cmenenu HapyuleHus 2eMOOUHAMUKU, A MakKdice OJisl NPOBeOeHUs.
sazopeakmusHo2o mecma y nayuenmos ¢ UJIAI, HJIAL, JIAI npu npueme nexapcme/moxcuros
0Jisl peuleHusl B0Npoca O 8blOOpe NAMOo2eHeMmuUYecKol mepanuy U oyeHKu ee s¢hgekmusHocmu

[12,110].
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Pekomenayercss ~ mpoBeneHHE ~— UYPE3BEHO3HOM  KareTepu3alMi  cepaua  COTJIacHO
CTaHIApTU3UPOBAHHBIM MPOTOKOJIAM C U3MEPEHUEM BCEX MOKa3aTeael reMoguHaMuku [12, 15].
EOKIC (YYP C, YA 5)

¢ NOCMOSIHHbIM

Kommenrapuii. YBKC nposodumcsi 6 nonodceHuu Jnedxca Ha ChRUHe,

MOHUMOPUH2OM OCHOBHLIX —(U3UONIO2UYEeCKUX napamempos. Buewnuti npeobpaszosamens
oasnenusi (Mpancovrocep) 00124ceH ObiMb 0OHYIEeH 8 NONONCEHUU NAYUEHMA NeHCd HA CNUHE HA
VposHe cpeonecpyOHOl TUHUU, KOMOPAs PACCUUMbIBAemcs KaK NOA0GUHA PACCMOAHUS MeNHCOY
nepeoHeti epyOUHHOU JUHUEU U NOBEPXHOCMbIO KPOBAMU U COOMBEMCMEYem YPOSHIO 18020
npedcepous y ooavuuncmea nayuenmos [111]. Cpeou umerowuxcs 8apuanmos GeHO3HO2O0
docmyna Haubonee bezonachHvim npeocmasasemcs Kyoumanvuoiil [112].

st KOMNIEKCHOU OYeHKU 2eMOOUHAMUKU HeoOX00UMO U3Mepums Cledywue napamempuol.
cpeonee /I, JIVIA (cucmonuueckoe, ouacmoaudeckoe, cpeonee), [3JIA, cepoeunviii avibpoc
(CB) (oyenxa memoodom mepmoountoyuu unu no Quky 8 ciyuasx HaIUUUs CUCMEMHO-1e204UHbIX
wynmos), cepoeunsviii unoexc (CH), YO, necounoe u cucmemnoe cocyoucmoe conpomugienue,
HacvlyeHue KUCI0po0oM apmepuanbHou U 6eHO3HOU KPO8U, A MAKdiCe KPOBU U3 8epXHell noaouU

BeHbl OJIs1 UCKNIOUEHUs] CUCeMHO-Te20unblx wynmos (Tabn. 6). CH neobxooumo uzmepsamo

MemooomM mepMOOUNIOYUU UTU NPAMBIM/ Henpambim memoodom Duxa [12, 113, 114].

Tabmuua 6. 'emoauHaMu4eckre mapameTpsl, morydeHHse Bo Bpems nposeaenus UBKC [12]

[Tapamertp ‘ HopmaiibHble 3HaYeHUS

HN3mepsiemble mapaMeTpsl

Cpez[Hee JAaBJICHUC B IIPABOM IIpEACCpaAnNn

2-6 MM PT. CT.

Cucronmnieckoe JIaBJICHUE B JIETOYHOM apTepun

15-30 MM pT. cT.

Z[I/IaCTOJ'II/ILICCKOe JaBIICHHUE B JIETOYHOM apTepun

4-12 MM pT. CT.

CpenHee naBiieHUE B JIETOUYHOM apTepuu

8-20 MM pT. CT.

Z[aBJ'IeHI/Ie 3aKJIMHHABAHUS B JIETOYHOU ApTCpHUN

<15 MM pT. cT.

Cepaeunslii BEIOpOC 4-8 n/mMuH
Hacpliienue KuciopooM cMemanHoi BeHo3HOH KpoBH (SvO») 65-80%
Hacplienue aprepuanbHON KpoBU KUCIopoioM (Sa0s) 95-100%

CucremMHoe APTCPHUAIBHOC JABJICHUC

120/80 MM pT. cT.

Pacyernble mapaMerpsl

Jlerounoe COCYAHUCTOC COMPOTUBJIICHUC !

0,3-2 enununel Byna

WMHpaekc 1eroyHoro COCYAHCTOI'O COIIPOTUBJICHHU A

3-3,5 Byna X m*

OOG11iee JIErO4YHOE CONPOTUBIIEHHE

<3 egunun Byaa

CepaeuHblii HHIEKC

2,5-4,0 n/mun/M?

Y napHsliii 00beM

60-100 mn

3

[TogaTIMBOCTB JIETOYHOM apTEpUU

>2,3 MJI/MM PT. CT.
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JUi1s pacyeTHBIX apaMeTPOB UCIOJIB3YIOTCS Clieaytomue GopMyJIbI:

1. Jlerounoe cocynuctoe conpotusienue (JICC): cpJJIA-/I3JIA/CB
2. O61uee neroynoe conpotusnenue: cp/IJIA/CB

3. IMomatnuBocTs sterouHoi aprepun: YO/ (CAJIA-AIA) [12].

Haunbonee mmpoko B KIMHUYECKOH MPAKTUKE UCIOIb3YETCSI METO/ TEPMOAMIIIOLNN BBUIY €r0
IPOCTOTHl U OBICTPOTHI BBITIOJIHEHHUS, OJHAKO, OH YacTO JAEMOHCTPHPYET 3HAYUTEIBHYIO
norpemHocTh y OonbHBIX JIIT ¢ Hm3kuMm CB, HanuuMeMm BBIPAKEHHOH TPHKYCHUAATBHON
HEJ0CTAaTOYHOCTU M HEJOCTaTOUYHOCTH KJlanaHa JIA Wiy npu Halu4uu NaToJoruyeckoro copoca
kposu nipu BIIC. Ilorpemnoct n3amepenust CB B 3THX ciayyasix CBsi3aHa ¢ TEM, YTO CO3JAIOTCS
yCIIOBUS, IIPpU KOTOPBIX TEMIlepaTypa KpOBH, pPETUCTpUpyEMas JaT4YUKOM, ObIicTpee
BO3BpAILlaeTCd K HMCXOAHOW, MMUTHPYs BblcOkMil CB. TeM He MeHee B HacTosliee Bpems
OCHOBHBIM MeTonoM u3MmepeHus CB ocraercs tepmonwnronus. [[si BBIMOTHEHUS pacyeToOB
npsiMbIM MeTogoM Puka TpelOyercs MpsiMOe U3MEpPEHHE IMOTPeOJIeHHs KHUCI0poJa, KOTOpoe
MAaJI0I0CTYIHO B IINPOKOM npaktuke. [Ipum HenpssmoM metone drka UCHOIB3yETCs MOKA3aTeNb
JOJKHOU MOTPEOHOCTH B KUCIOPOE, KOTOpask paCCUUTHIBACTCS IPOTPAMMOI C Y4ETOM pocTa U
Beca ManueHTta. Takoil MOIXoJ MpUeMiIeM, OJHAKO JOCTOBEPHOCTh METOJla B 3TOM Cllydae
HECKOJIbKO cHIkaeTcs [113-115].

Bce u3amepenws, Bkimovas [3JIA, D0KHBI TPOBOAMTHCS B KOHIIE HOPMAIBLHOTO BbIIOXa (0e3
MaHeBpa 3aJepKKU IbIXxaHus). Haubomnplyo TEXHHUECKYIO CIIOKHOCTD U, IPU 3TOM LIEHHOCTb,
npu nposenennn YBKC npencrasnser onpenenenue J3JIA, koTopoe sIBIsIETCS OTpaKe€HUEM
JIABJICHUS B TOCTKAMWUIIPHOM JierouHoM pyciie. Hopmansnoe JI3JIA konebaetcst ot 6 10 12 MM
pT. ct. YpoBenb JI3JIA >15 MM pT. CT. cuuTaeTcs MOPOTOBOM BEIMYMHOM, YKa3bIBaloIIeH Ha
IIATOJIOTUIO JIEBBIX OTJAEJIOB CEpIALA pPa3IMYHONW JTHOJOTMM C IIOBBIIIEHHEM JABICHUEM B
JIETOYHBIX BeHax. JlJig1 u3MepeHus mapaMeTpoB LEHTPAIbHOM I'€MOJMHAMHMKN M, B YaCTHOCTH,
J3JIA ucnonb3yercs MHOropyHKIIMOHANBHBIHN KateTep CBaHa-I"aHIa ¢ pazryBaeMbIM 0aUIOHOM
Ha KoHLe. bamioH mo3BossieT karerepy MpoJBUraThCsl ¢ TOKOM KpoBU B JIA 10 nocTukeHus
3aKJIMHHUBAHMS B MEJIKMX BETBSX COCYAMCTOTO pyCla, MOCJIE YEro 4epe3 AUCTAIbHBIA MOPT
KaTreTepa perucTpUpyeTcsl MOCTKanwuigspHoe naBieHue [115]. ¥V mauveHToB co 3HAUYMMBIMU
M3MEHEHUSMU BHYTPUTPYJIHOTO JaBJICHHUS BO BPEMs IbIXaTEIbHOTO LMKIJIA (HANpuMmep, Npu
XOBJI, oxupeHnn, Npy BEIMOJIHEHUN HArpy304HOU MPOOBI) 11e71eCO00pa3HO YCPEAHUTD JaHHBIE,

1o KpaﬁHCﬁ MCPE, 3a TPHU-YCTHIPC AbIXATCIIbHBIX UKJIA.
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PexkoMenayercss u3MepeHre KOHEYHO-AMACTOJIMYECKOTO [aBJICHUS B JIEBOM JKENyIOuKe Mpu
HEBO3MOKHOCTH OIIPEAEIICHUS JaBICHMI 3aKJIMHUBAaHNUS B JIETOYHOM apTepuu IPH YpE3BEHO3HON
Karerepusanuu cepaua y nauuentos c JII'[12, 15, 16].

EOK I1IaC (YYP C, YA 5)

KommenTapuii. Ha pesyiomamol uzmepenus [[3JIA enusrom eHympuepyoHvle KolebaHus
oasnenus 80 6pems ObIXAMENbHO20 YUKIA, KOMopbvle MO2Ym OblmMb 0COOEHHO BbIPAdCEHbl )
NAYUEeHMmMo8 ¢ CONYMCmMEYIoUUMU 3a001e8AHUAMU N€2KUX, UTU HeA0eK8amHoe NO3UYUOHUPOBAHUE
kamemepa Cean-1 anca npu svipasicennot ounamayuu JIA. Ilosmomy npu neonpedeieHHocmu 6
OMHOWEHUY MOYHOCMU USMEpeHUsl, Cledyem paccMompems 60ONPOC O PempocPaoHOll
Kamemepusayuu 1eeblx 0moenos cepoya ¢ usmepeHuem KOHeuHo-OUacCmonuiecko2o 0aeieHus 6
JDK unu npogedenus npobwi ¢ 600not Hazpyskoil [49, 116, 117].

PexkoMeHnayeTcsi BBIMIOJIHEHHWE TUATHOCTHYECKON YpPE3BEHO3HOW KaTeTepu3allud cepAla ¢
pacueroM remogauHamuku merogoM duka manuentam ¢ BIIC mig ouenku onepabenbHOCTH [6,
12, 16, 45, 48, 113].

EOKIC (YYP C, YA 5)

KommenTapuii. B npoyecce YBKC neobxooumo ocywecmenams 3a060p apmepuanrvHol (u3
nepugepuyeckol apmepuu uiu iegvlx Kamep cepoya), 6eHo3nou kposu u3 Il u cmewannou
eenosnot kposu (uz JIA) c¢ onpedenenuem 2az08020 cocmasa Kpo8u 6 YCI08UAX ObIXAHUS
ammocghepuviM 8030YyXOM U 8 OMCYMCmeuU uHearayuu Kuciopooa. Illpu nooospenuu Ha
AHOMANBHBIU OPEHAIIC 1e20YHBIX 8eH OONOTHUMENLHO O0JINHCEH OblMb 0CYUWecmaiiel 3a00p Kposu
0/l OKCUMempuu u3 eepxuell u HudcHel noavix éen. SvO2> 75% yeenuuusaem 6eposimHocmy
Hanu4us 1e60-npasozo copoca kposu u Haruyus y nayuenma BIIC [118, 119].

Pexomennyercs nmpoBeseHNE YpE3BEHO3HOW KaTeTepU3alliu Cep/lia MalUeHTaM C MaToJIoruen
JaeBbIX oTaAenoB cepaua (rpynma  II) wunm maromormeit nerkux (rpynma  III) mepen
TpaHCIUIaHTalMeN cep/ila, JerKuX Wi KOMIUIEKca cepAale-ierkue [6, 12, 15, 16, 116].

EOKIC (YYPC, YA 5)

PexoMenyercs paccMOTpeTh BO3MOKHOCTh MPOBEACHUS UpE3BEHO3HOM KaTeTepu3aluy cepala
y HAIMEHTOB C [T0JI03PEHUEM Ha IaTOJIOTHIO JIEBBIX OT/eN0B cepaua (rpynna II) uinu natonorueit
nerkux (rpynna III) mpu HeaddexTuBHOCTH cTaHAapTHOHN Tepanuu i AudQepeHnnanbHOro
JIarHo3a u BeIOOpa cTpareruu jeuenus [6, 12, 15, 16, 116].

EOK IIbC (YYP C, Y 5)

PexoMeHnyercs mpoBefeHHE YPE3BEHO3HOW KareTepu3alMu cepiaua y nanueHtoB ¢ JIALT u
XTOJIT nns onenku 3GdeKTUBHOCTH Jedenus [6, 12, 15, 16, 38, 44].

ESC IIaC (YYP C, YA 5)
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Ba3zopeakTuBHBIE TeCThI MPH YPE3BEHO3HOMN KaTeTEePH3aIUU cepana

Pexomenyercs mpoBeieHUE Ba30pEaKTUBHOIO TECTA B IIPOLIECCE YPE3BEHO3HON KaTeTepU3aliu
cepAla manueHTaM ¢ uauonatudeckor/ Hacnexyemoin JIAL, JIAIT npu mpueme jekapcTB WId
TOKCUHOB Il OMNpEAENeHUs] MOTEHIUAIbHON 5S(QQEKTUBHOCTH JieUeHUs OJIOKaTopaMu
KaJIbI[MEBBIX KaHaJoB [6, 12, 15, 16, 120].

EOKIC (YYPC, Y 4)

PexoMeHyercss NpUMEHSATh CIEAYIOLUME KPUTEPUH TOJIOKUTENBHOIO Ba30pPEaKTUBHOIO TECTA -
CHI)KCHHME CPEIHEro JaBlieHUs B JIETOYHOW apTtepuu Ha >10 MM pT. CT. HpU AOCTHKECHUU
a0COJTIOTHBIX 3HAYCHUH <40 MM PT. CT. B COYETaHUH C HCM3MECHHBIM WK yBenmuuuBImmmcs CB [6,
12, 15, 16, 120].

EOKIC (YYPC, YA 4)

KommenTapuii. Kpumepues nonoscumenbHo2o 6a3opeakmueno2o mecma 0ocmuzarom He 6oee
10% nayuenmos ¢ UJIAL" [120]. Ilo oanuwim poccutickoeo pecucmpa, 0oasa nayuenmos UJIAIL ¢
NOJIOHCUMENbHBIM MeCMOoM Ha 8azopeakmusHocmov cocmaesuna 18% [17]. [Ipu ompuyamenbrhom
8A30pPEaKmMUBHOM mecme Ul HeGO3MONCHOCTU GbINOTHEHUS 8A30PEeAKMUBHO20 Mecma mepanus
bKK ne nokasana.

PexoMenayercs mpoBeieHHE Ba30PEaKTUBHOTO TECTa B MPOLIECCE YPE3BEHOZHOM KaTeTepu3aluu
cepaua B AKCNEpTHBIX LeHTpax JI[' B CBSA3M CO CIOMXKHOCTHIO BBINOJHEHUS] U MHTEpIIPETALUU
naHHbIx [12, 15, 16].

EOKIC (YYPC, YA 5)

ITpu mpoBeneHNM Ba30pPEaKTUBHOIO TeCTa NMAlMEHTaM HMAMONATHYeCKOH, Haciemyemon JIAL,
JIAI' mpu npuemMe JI€KapcTB WJIM TOKCMHOB PEKOMEHAYETCS NPUMEHEHHE HHIAISLHOHHOIO
OKcHJIa a30Ta win #unonpocta [12, 15, 16, 336, 337].

EOKIC (YYP C, YA 5)

Kommenrtapuii. /lpu npogedenuu eazopeakmusnoco mecma 6 Kawecmee 6a300unamamopa
peKomeHoyemcs ucnonb3oeams uneansyuonnsviti NO unu uneanayuonnviid unonpocm [120, 121].
[TpoBenenmne BazopeakTuBHOro Tecra npu nposeaeHnn YBKC He pekomenayeTcs manueHTam ¢
accounupoBaHHbIMH Qopmamu JIAI' (32 HCKIIOYEHHEM TPYyNNbl C HIUONATUYECKOM,
Hacnenyemoil JIAL, JIAI' mpu mpueme JiekapcTB MJIM TOKCHHOB), a Takxke npu JII' apyroi
stuoioruu [6, 12, 15, 16, 122].

EOK IIIC (YYP C, YA 5)

IIpn mpoBeeHNH Ba30PEAKTUBHOIO TECTa MAlMEHTaM ¢ UAUONaTH4ecKou, Hacimenyemon JIAT,
JIAT nmpu mnpueme JieKapcTB MJIM TOKCHMHOB HE PEKOMEHIYETCs MCIIOJB30BaTh OJOKATOPHI
KaJIbLIMEBBIX KaHAJIOB U Kuciopon [6, 12, 15, 16].
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EOK IIIC (YVYP C, Y 5)

IIpo6a ¢ BoaHoii Harpy3koii npu YBKC

ITpu oOcnenoBaHMM MALMEHTOB C MPEKANWUIAPHONW JIETOYHOW THUIIEPTEH3HEW B ciydae
MOJI03PEHMSI Ha HATMYUE MOCTKAMMUJUIIPHOTO KOMIIOHEHTA B MHAUBHUAYAIbHOM MOPSAKE CIEAyeT
paccMOTpEeTh MPOBeJeHUE TPOOKI ¢ BOJHOM Harpy3kou [6, 12, 116].

EOK IIbC (YYP C, YA 5)

KommenTapuii. /Ipoba ¢ 8o0HoU Hazpy3Kol no380isem OUacHOCMUPO8ams OUACTNOIULECK)IO
oucyuxyuro JDK y 6onvuvix ¢ J[3/IA <15 mm pm. cm. npu Haiuduu 0ObeKmMuHblX OAHHbBIX,
VKA3bl8AIOUWUX HA NAMOIO2UI0 1e8blX 0MOeNo8 cepoya. Y nayuenmos ¢ 3abonesanuem nesvix
omoenos cepoya [[3JIA moacem cuudicamocs menee 15 mm pm. cm. Ha ¢hone npuema Ouypemuros.
s  nposedenus oupgepenyuanvrnoeo ouacnosza medxncoy JIAIT u JIIT  ecreocmsue
ouacmoauyeckou ouc@yuxkyuu JDK npumensemcsa npoba ¢ 600HOU Hazpy3KU 8 ude bblCmpo2o
ssedenus (5-10 munym) 500 mn 0,9% pacmeopa Hampus xnopuoa** ¢ nosmopHviM usMeperuem
J3JIA. losvrwenue J{3J14 > 18 mm pm. cm. yrazvieaem na CHc®B [116]. Oonaxo 6 nacmosiwee
8pemsi OmCymcmayiom yoeoumenbHvle 00KA3amMelbCmed, noomeepicoaruue 6e30nacHoCms u

OuaeHocmuquKyio UEHHOCNb MAKO20 nodxoda, umo ocparnudueaent €eco pynuHHoe npumeHeHue.

CenexTuBHAasI aHTHONYJIbLMOHOTpadus

Pexomenpgyercs MIPOBEJICHHE anruorpaduu JIETO4HOM apTepuu CEJIEKTUBHOMN
(anrumomnynbmMoHOrpadus) npu oocnenoBannu naueHToB ¢ X TOJII win oOcTpyKunel ieroyHon
apTepuu IPYTOi ATHOJIOTUH IJIsl OIICHKH OINEepadeTbHOCTH B YCIOBHSIX SKCIIEPTHOTO IEHTpa [0,
15, 16, 38, 44].

EOK IIaC (YYP C, Y] 5)

KomMmenTapumii. IIposedenue aneuoepaguu  1e20YHOuU apmepuu CeneKmuBHo
(aneuonynomonocpaghusi) npu YUBKC sensemcs o06a3amenvHbIM  d2MANOM — UHBA3UBHO2O
06cnedosanus 015l onpeoesienuss MUna NOPANCeHUs U peuleHus 60npoca o OalbHeluulell maKkmuxe
JleyeHus  nayueHma. Buinonwames — ameuoepaguu  n1e2ouHoli  apmepuu  CeneKmuHoU
(aneuonynomonocpaghus) crnedoyem noouepeoHo 6 NpsAMOU U OOKOBOU NPOEKYUAX 8 pDercume
OUUMANLHOU CyOMpaKyuu, Ymo no360asnem oyeHUums Haiuyue 301 CHUM}CeHUus nepugepuyeckou
nepghy3uu, oyeHums 00vem U Mmun NOPad*CeHus: (NPOKCUMAIbHbIU unu oucmanvuwiil) [15, 16, 38,
123]. Aneuoepadghus necounoii apmepuu celeKmueHas (aueuonyibmMonocpapus) Heodxoouma onsa

BU3YATUZAYUU APMEPUOBEHO3HBIX Malbopmayuti eekux u Hexomopwix BIIC (omxpwvimwiii
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apmepuanbHolil NPOMOK, AHOMATILHBIU OPEHANC T1e20UHbIX 8€H) OISl 00CYHCOEHUSI BOZMONCHOCTIU

xupypeuueckoeo nedenus [45 ,48, 124].

Koponaporpadgusn

Pexomenayercs npoBeaeHue kopoHaporpadum mamueHtam c¢ JIIT mpu HaJIMYMKA CHMIITOMOB
CTEHOKapAWHU WK (PaKTOPOB pHCKa MIIEMHYECKOW OOJe3HU cepAla, B TUTaHE 000CIe0BaHus
nepes JISrOYHOM HIAPTEPIKTOMUEH WM TPaHCIUIaHTaIuen terkux [6, 12, 15, 16, 44, 48].

EOK IIaB (YVP C, VI 5)

IMonucomuorpadus u KapIHOPeCHUPATOPHOE MOHUTOPUPOBAHHE

PekoMenayercss MpOBOOUTH MOJUCOMHOTpadUI0 WM CYTOYHOE KapAHOPECHHPATOPHOE
MOHHUTOpHpOBaHKe nanueHTam c JII' mpu nomo3peHnn Ha HaTMYKE HAPYIICHUN JbIXaHHs BO CHE
WJIU JIbBEOJIAPHOM TUNOBeHTW IsAIMH [6, 12, 15, 16].

PKO I1aB (YYP C, Y/ 5)

KommenTapuii. Pacnpocmpanennocms HOUHOU 2UNOKceMuu U HapyuleHus OblXauus 60 CHe
cpeou nayuenmog ¢ JIAI' docmueaem 89%, umo noduepkugaem axicHOCMb OUACHOCTMUKU U
Koppexkyuu smux cocmosinuti [49, 125]. ¥V nayuenmos ¢ cunopomom eunogenmunsiyuu Ha ¢hoHe
oorcupenus (cunopom Iluxeurka) u npu couemanuu XOBJI ¢ cunopomom ob6cmpykmueno2o anHod
cHa JII" scmpeuaemcs yacmo (epynna Ill) u, kax npasuno, accoyuuposata c oucghynxyueu IK u
NIOXUM NPOSHO30M. B smotl nooepynne nayuenmog sgpgpexmusna mepanus nonoxHcumenbHbiM
oasneHuem 8 ObIXameabHbIX NYMAX, NO360IAIOWAS 8 PSOe CIYYAes NPAKMUYECKU HOPMAIU308ams

noxazamenu cemoounamuxu MKK [125, 126].

2.5. UHble ATMAaTHOCTHYECKHE HCCIeT0BAHUSA

2.5.1 'enernueckoe o0cIe10BaAHUE

[Tarmentam ¢ WJIAL, HJIAI, JIAI' npu npueMe mpemnapaToB, IOJABISAIOIIUX aIllIETHUT,
[aHOpEKCUTeHBI |, a TaK)Ke OECCUMIITOMHBIM POACTBEHHUKAM IepBOi JMHUM nauueHToB JIATL ¢
BBISIBJICHHBIMH MYTAlUSIMU CIE€AyeT pacCMOTpPETh MPOBEAECHUE UACHTU(PUKAIIMN T'EHOB,
UJACHTU(PUKAIIMM TEHOB METOJOM IOJIMMEpPa3HOM UEemHOW peakluH [FeHETHYECKOe
TECTUPOBAaHUE| B UHIMBUAYaIbHOM Hopsaake [6, 12,15].

PKO IIaB (YYP C, Y/ 5)

KommenTapuii. Yuumeieas nuskyro oocmynnocmo ons nayuenmos JIAI' 6 naweti cmpane,
eenemuyeckoe 00cnedosanue paccmMampueaemcs 6 Kavecmee OONOIHUMENbHO20 Memood

obcnedosanus. B niane cenemuuecko2o KOHCYZIbmMUpoB8arus ocywecmeiiemcs uc)eHmugbuKauwz
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2eH08, UOEHMUPUKAYUSL 2eHO8 MEMOOOM NOTUMEPAZHOU YENHOU peaKyuu - CKPUHUHS MYyMAayuil
BMPR?2, ACVRLI, ENG u 6onee peokux mymayuti (KCNK3, CAVI) [41, 42]. [layuenmog co
cnopaduuecxkou umu cemetinot ¢gopmou JIBOB/ JIKI' credyem obcredoéams Ha Hanudue
EIF2AK4-mymayuu.  Ilpu  eviaerenuu  ouannenvuou  EIF2AK4-mymayuu — 803MOHNCHO
noomeepoums ouaznos JIBOB/JIKI 6e3 eucmonocuueckoeo uccieoosarnus [93].

Beuoy eo3moocnozo enusnus pesyrbmama mecmuposanusi HA NCUXOJIO0SUYECKOe COCMOAHUE
00IbHO20 KOHCYIbMUPOBAHUE NAYUEHMO8 NPOBOOUMCA MYTbIMUOUCYUNIUHAPHOU KOMAHOOL,
skaroyarowel cneyuanrucma no JII', meouyunckozo eememuxa, mMeouyuHcKo2o ncuxono2a. Bce
nayuenmol co cnopaoudeckumu (UJIAI) u cemetinvimu gopmamu JIAL; JIAI' npu npueme
npenapamos,  yeHemawwux annemum  [aHopeKcuceHHble cpedcmed]  OO0NHCHbL  Obimb
NPOUHDOPMUPOBAHBI O BOZMOICHOCMU HACIEOCMBEHHO20 3A001€8AHUSA U O NOBLIUEHHOM PUCKe
paseumusi JIAI' y unenoé cemvu 6 cayuae Hocumenvcmea mymayuu [6, 12, 41]. Ilpu
HEBO3MOIICHOCNU UOESHMUDUKAYUU 2€HO8, UOCHMUPUKAYUU 2eHO8 MEMOOOM NOIUMEPAZHOU
yenHou  peakyuu  [eeHemuueckoe —mecmupoganue] —uieHvl  ceMbU  OOJHCHbL  ObIMb
NPOUHGOPMUPOBAHLI O paHHUX npusHakax u cumnmomax JIAI' ona ceoespemenno2o

yemanognenus ouaznosa [15].

2.5.2 /InarHoCcTHYeCKHUIl aJITOPUTM

Anroput™m 00CIEOBaHMS TAIMEHTOB C OJBIIIKOW M JIPYTMMH CHMOTOMamu/ TpPU3HAKaMHU,
BBI3bIBAIOIIMMH TNOJ103peHHe Ha Hanuuue JII', BKItoyaeT mepBUYHOE OOCIIEI0OBAaHUE MO MECTY
KHUTEIbCTBA C LEJNBI0O OTOOpa MAIMEHTOB JJIS CIELUAIN3UPOBAHHOTO JO0OCIEIOBAHUS B
skcnepTHOM 1eHTpe (pucyHok 1 (Ilpmnoxkenme B). Poccuiickue skcmepTsl alanTHpOBAIH
quarHoctuueckuil anroput™m pexomennanuii ESC/ERS 2022 r. ¢ yuyetoM ocoOeHHOCTEH
KJIIMHUYECKON MPaKTUKK B Hamiel ctpaHe. [lanmenTsl ¢ BeicokuM puckom JIAIT (Ct3CT, BIIC,
noptanbHast runeprensusi, BUY-undexmus) wnmu XTOJII (nepenecennas TOJIA, nHanuuue
(bakTOpOB pHCKa), MPU HATUUUU cpeaHeit/ Beicokoi BeposTHocTH JII' mo manHbiM Ox0KI
JOJIKHBI HE3aMeJINTENbHO HANPaBIATHCSA B AKCIEPTHBIN eHTp [16, 17].

Jna ynyumenuss panHedl guarHoctuku JIAIT m XTOJII, kak 3aboneBaHuil ¢ KpaiiHe
HEOJaronpusATHBIM TPOTHO30M, MpPHUMEHSETCd KOMIUIEKCHBIH monaxoa: (1) CKpuUHMHT B
0eCcCUMNTOMHBIX I'PYIIax BHICOKOTO pUcka, BKItovas nanuenTos ¢ CCJI (pacrpocTpaHEeHHOCTD:
5-19%), nocuteneit myrauuu BMPR2 (14-42%), Gnuxaliiux poACTBEHHUKOB IMallMEHTOB C
HIJIAT, mareHTOB, IpOXOasuX oOcaeA0BaHNE TIepe TpaHcIanTanuei neuenu (2-9%) [12];

(2) PaHHCC BBIABJICHUC Yy MAUMCHTOB C CHUMIITOMAMH B TpPYIIIIax pHCKa: IIpU HOpTaHBHOﬁ
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runeprensuu [127], BUU-undekuuu (0,5%) [128], CT3CT 6e3 CCJ/], npu KOTOpBIX OTMeUYatoTCs
HU3KHE TMOKazarenu pacnpoctpaneHHoctr  JIAI, d9ro  OOOCHOBBIBAET  OTCYTCTBHUE

HEOOXOIMMOCTH CKPUHHMHTA y O€CCUMITOMHBIX 00NBHBIX [129].

CucremMHasi cKjepoaepMust
PexoMenmyetcs mpoBeeHue exeroqHou oneHku pucka paszsutus JIAI' y nanuento ¢ CCJI [12,
16, 129].
EOKIB (YYP C, Y/ 5)
Kommenrtapuii. @axmopvr pucka JIAI' npu CCH exmouarom: (1) xiunuueckue u
demoepaguueckue gaxmopuvl (00biuKa, CYXOCMb KOdCU, cuHOpom Petino, oucumanvHule 513661,
NOJACUTIOU BO3PACM, MYICCKOU nou), (2) pe3yivmamvl 00Cie008anus (NoGvluleHUe Mmumpa
AHMUHYKIeapuvlX —awmumen, Jjeekas cmeneHv H3JI, cnuocenue DLCO, nogvluenue
coomHoutenusi  hopcuposannou cusHennou emxocmu jaeekux (@KEJI) x DLCO wunu
uccneooganue ypogeHs N-mepMuHaibHo20 @OpazMenma HAmpuilypemuiecko2o nponenmuod
Mmo3208020 (NT-proBNP) 6 kpoeu [130,131].
VY B3pOCIIbIX TALIUEHTOB C JUIUTEIBHOCTBIO CUCTEMHOU ckiiepoepmun> 3 et npu OIKEJI >40 %
u DLCO <60%, nuis BorsiBiaeHust 6eccumntoMHoi JIAIT pekoMenayeTcst UCIonb30BaTh aIrOPUTM
DETECT [132].
EOKIB (YYP A, Y] 2)
VY manuentoB ¢ CCJ] cnenyer onenuBath puck JIAI' Ha ocHOBaHMM aHanK3a BBIPAKEHHOCTU
onpimky, MaHHeIX OxoKI', mcciemoBaHus HECTIPOBOIIMPOBAHHBIX JIBIXATEIBHBIX OOBEMOB W
MOTOKOB, HCCIIEZIOBaHUSI YpOBHS N-TepMHHAIBHOTO (parMeHTa HaTPUHYpPETHUECKOTO
nponentuaa mo3rosoro (NT-proBNP) B kposu [130, 131].
EOK IIaB (YYP C, Y 5)
KommenTapuii. Paspabomano HecKonbko ancopummos CKpUHUHed C UCHOIb308AHUEM
KOMOUHAYUY KIUHUYECKUX npuznaxos, oanmwvix IOxoKI, uccredosanus Hecnpogoyuposamnmvix
ObIXAMeNbHbIX 00beM0o8 U NOMOKO08, UCCIed08aHUus YypoeHs N-mepmunanvHo2o @pazmenma
Hampuiiypemuyecko2o nponenmuoa mo3zeo6020 (NT-proBNP) 6 kposu, 01 ombopa nayuenmos
CC/], mpebyrowux nposedenus YBKC [132]. [Ipoepammbi ckpununea nozeonsniom evisagumo JIAI
HA PAHHUX CMAOUsx 3a001e6aHUsl NPU MeHee BbIPANCEHHBIX 2eMOOUHAMUYECKUX HAPYUEHUSAX U
docmudiceHuu  aydutell  gvlcugaemocmu  nayuenmos [133, 134]. Ilpumenenue mooenu,
sxatouaroweu knunuveckue cumnmomvl, DLCO u ypogenv NT-proBNP, no3zeonsem @visaeumo
nayueHmos ¢ Kpaine HusKkou eeposmuocmovio JIAI, komopvie ne mpebyrom oOanvHeluieco

obcnedosanus [12].
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VY nmanueHToB ¢ MepeKpPecTHBIMU 3a00JIEBaHUSIMU COETUHUTENBHOMN TKAHU CIIEyeT PaCCMOTPETh
€XKETOJHYIO0 OLICHKY pucka pa3Butus JIAIL' [12].

EOK IIaC (YYP C, YU 5)

I'pynnbi pucka JIAT
PexkoMenayercsi mpoBefeHHE €XKETrOoHOTO CKPUHUHTA Yy HOCHUTENEH MyTalliil, BBI3bIBAIOIIMX
JIAT, u y 6nvkaimmx poacTBeHHUKOB nanuenToB ¢ HIIAT [12].
EOKIB (YYP C, YA S5)
KommenTapuii. B nepeune mymayuil, komopvle accoyuuposanvl ¢ pazeumuem JIAI' onvim
CKpUHUH2A, KAK Npasuo, oepanudusaemcs nocumenimu mymayuu BMPR?2 ¢ puckom paseumus
JIAI' 6 meuenue owcusnu 20% npu Oonee 6biCOKOU NEHEMPAHMHOCMU NPU HOCUMENbCIEE )
arcenuun (42%) no cpasuenuro ¢ myxcuunamu (14%) [135]. Beccumnmomuvim poOCmeeHHUKAM
C BbIABNIEHHLIMU Mymayuamy, ewizviearowumu JIAL, naubonee uacmo c yenvio CKpuHuHed
npeonazaemcs edxcecoonas IxoKI' [25, 26]. Ckpununeoswviti ancopumm exmoyaem IKT,
uccnedosanue ypoeHs N-mepMUHaibHO20 (pazmeHma HAMPULYPemuUuecKko2o Hnponenmuod
Mmo3208020 (NT-proBNP) 6 kposu, ucciedoganue ouggysuonnoii cnocoonocmu neekux, xoKr,
apeocnupomempuio u, npu Heooxooumocmu, YBKC [136].
Pexomenyercs npoBeieHre CKpUHUHTA NalleHTaM yepe3 3—6 mecsies nocie koppekuuu BIIC
¢ momonisto Kimandeckon oreHku, IxoKI" u OKI' u B xoae monrocpouHoro HabmoaeHus [16,
17].
EOKIB (YYPC, YIA5)
[TaruenTam, HarpaBJIEHHBIM Ha TPAHCIUIAHTALIMIO TIEYEHH, peKoMeHayeTcs mposeaeHne IxoKI
st ckpununra JII' [16, 17].
EOKIC (YYPC, Y/ 4)
VYV mnanuentoB ¢ cumntoMamu JII' mpu Hammumm Ct3CT, moprampHoOl rumneprensuun, BUY
uH(peKInU cieayer paccMoTpeTs nposenenue DxoKI', uccienopanue ypoBHs N-TepMHUHAIBLHOTO
¢dparmenTa HaTpuitypeTndeckoro npomnentuaa Mmo3rosoro (NT-proBNP) B kpoBu, ncciieoBanue
HECTIPOBOIIMPOBAHHBIX JIBIXaTEIbHBIX OOBEMOB W TOTOKOB W/ WM 3PTOCHUPOMETPUU IS
ckpununra JIAT [12].
EOK I1aB (YYP C, YA S)
Kommenrtapuii. Ckpunune npogooumcs 015 6viA6ieHUss OecCUMNMOMHBIX TUY U3 2PYNAbL PUCKA
JIAT. Hucmpymenmol, ucnonvsyemsoie oas ckpununea JII, exnrouarom IKI, OxoKI [12]. Ilpu
Cm3CT o6e3 CCH e6o3moocno npumenams coomuowenue DKEJI/DLCO u Oanuvie

apeocnupomempuu  [12, 129]. Cpeou nabopamopmuvix mecmog ciedyem HnpuMeHsamy
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uccnedosanue ypoeus N-mepMuHanibHo20 Gpazmenma HAMPULypemuyecKko2o nponenmuod

Mmo3206020 (NT-proBNP) 6 kposu [12].

XpoHnueckast TPoM003MO0IMYeCKas JIeroYHasi TUNepTeH3usl
[TanpeHTaM ¢ NEPCUCTUPYIOLIEH WIM BIEPBbIE BO3HMKIICH OJBIIIKOW WIM YXYILIEHUEM
MEePEHOCUMOCTH  (U3MYECKOM Harpy3ku 1ocie nepeHeceHHor TOJIA  pekoMmeHmyeTcs
MPOBEJICHUE JAIbHEHUIIEro IUarHOCTUYECKOro 0OCieA0BaHus AJI1 UCKIIOYEHHS] XPOHUYECKOU
TPOMOOIMOOTUYECKON OONE3HU JIETKUX WM XPOHHYECKOH TPOMOOIMOOIMUYECKON JIeroYHON
runieprensuu [12, 16, 123].
EOKIC (YYPC, YA 5)
KommenTapuii. [1o0xo0vl k pannemy evissnenuro XTIJII nocae ocmpoti TOJIA ocnosanwl Ha
8bIAGNIEHUU NAYUEHMO8 C NOBbIUEHHbIM pUCKOM pazeumus sabonesanus [38]. Hanvuetiwiee
ouazHocmuyeckoe 00ciedo8anue yenecooopasHo y 6eccuMnmoMHbIX NAYyueHmos ¢ haxmopamu
pucka XTOJII uepes 3-6 mecsayes nocie nepenecennou TIJIA [44, 123].
PekoMenayercss He3aMeUIUTEIbHOE HAMpPaBIEHUE B OKCIEPTHHI IIEHTP MAIMEHTOB C
cumntoMamu JII" mocne nepenecennoit TOJIA npu nanuuuu nedektoB nepdy3uu JEerkux CIycTs
Tpu Mecsna 3((HEeKTUBHONW AaHTHKOATYJISIHTHOW TEepaluH IOCIe ONEHKH pe3ynbTaToB JxoKI,
ypoBHst BNP/NT-proBNP u/ nnu sprocnimpomerpuu [12].
EOKIC (YYPC, YA 5)
KommenTapuii. ¥ nayuenmos ¢ nepcucmupyroweti unu 6Ho8b 8o3nuxuieti 00viuikou nocie T3JIA
npumensiomesa IxoKI' ona oyenku eeposmuocmu JII' u cyunmuepagusa neckux nepgyzuonnas
0151 8vlABNIeHUs cmoukux oeghexkmos nepdysuu. Ilpu nooospenuu na XTIJII" IxoKI aensemcs
MemooomM nepeoll auHuu 01a nayuenmos c¢ cumnmomamu [52, 125]. Cmotikue Oeghexmobi
nepgysuu nocie ocmpou TOJIA coxpansiomca noumu y 50% nayuenmos, 0OHAKO ux
KAUHUYECKAsl 3HavyumMocms ocmaemcs Hesacnou [12, 38, 136]. V nayuenmos ¢ cumnmomamu npu
O00KA3AHHOM MPOMOOMUYECKOM NOPAdCeHUU 1e204nblx apmepuil ouaznocmupyemcs XTI unu
XTOBJI npu omcymemeuu JII' [85].
[TosBnstOTCST AaHHBIE O BO3MOYKHOCTH HCIIOJIB30BAaHUS KOMIIBIOTEPHO-TOMOTrpadudyecKoi
anruorpagun Jnerounbix cocynoB, MPT nerkux, MPT opranoB rpyaHoit kietku. g
uckimoueHust XTOJII' moryT ObITh HCTIONb30BaHbl JIelAeHCKe KpUTEPUH C L1EIbI0 000CHOBAaHUS
nanpHelmero oocnenoBanus [38, 137]. DprocnupoMeTpusi MO3BOJSET BHIIBUTH XapaKTepHBIE
NpPU3HAKU OrpaHuyYeHus (usznyeckoit padortocnocobHocTH. s panHero BwisiBaeHus XTOJIT
ONTUMAIHFHO 00CTIEIOBAaHHE MAIMEHTOB C CUMIITOMaMU uepe3 3—6 MecsieB mnocie octpoit TOJIA,

YTO COBIIAJIAE€T C PyTUHHOW OLIEHKOM MOCJEe Hayajia aHTUKOATryJISSHTHOW Tepanuu, OTHAKO MOXKET
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paccMaTpuBaThcs U OoJiee paHHAS OICHKA Y TAIMEHTOB C KIMHUYECKUM yXyAumeHuem [38]
Jlaumentam ¢ cumnromamu JII' mocie octpoit TOJIA cnexyer mpoBOAWTH KOMIUIEKCHBIE
IIPOrpaMMbl CKPUHHMHIA, XOTS /10 HACTOAILIEr0 BPEMEHM ONTHMAJbHAs CTPATErusl OCTAETCs
HEOIpeAeNIEHHOM, YTO TpeOyeT MPOBEACHHS MEKIYHAPOJHBIX MHOTOLIEHTPOBBIX UCCIIEIOBAHHIMA

[12].

AJropurtm

Ilar 1 (mogo3penue). IlanuentoB ¢ nopo3penueM Ha Hanuuue JII' KOHCYIBTUPYIOT Bpayu
oOmiell MpakTHUKH, Bpayu-TEPaNeBThbl, BpPAYMU-KapIUOJOTH, BPAYU-ITyJIbLMOHOJIOTH, Bpayu-
peBmarosyiord. HavanbHasi olleHKa BKIIIOYAaeT cOOp MEIUIMHCKOIO (B TOM 4YMCJE CEMEHHOro)
aHaMHe3a, TIATENbHBIA (PU3UKATBHBIA OCMOTp (BKJIIOYAsi H3MEPEHHE apTEPHAIBLHOTO JaBJICHUS
Ha nepu(epruIecKux apTepusx, YaCTOTHI CEPALICONEHUS U MyJIbCOKCUMETpUH ), peructpanunto JKI B
[IOKOE€, TPULENbHYI0O pEHTTeHOrpagui0 OpraHoB TPYIAHOM  KJIETKHM, MCCIEJOBaHUE
HECIIPOBOLIMPOBAHHBIX JIbIXaTEIbHBIX OOBEMOB U IOTOKOB, YJIbTPa3BYKOBOE HCCIIEOBAaHHE
OpraHoB OPIONTHON MOJOCTH (KOMILJIEKCHOE), JTaA0OPaTOPHBIE TECTHI.

JIT" MoxeT OBITh BBISIBIIEHA CIyYaifHO MPH BBINIOJIHEHUH TpaHcTopakaiabHOoi IXoKI™ mo apyrum
nokaszaHussM. Kak OCHOBHOM MHCTpYMEHT CKkpuHMHra, OxoKI' mosBossier omnpenenuTs
BeposaTHOCTh Hanuuus JII'. lanumentam ¢ daxtopamu pucka pazsutus JIAT wiu XTOJI npu
HU3KoW BepositHocT JIIT moKa3aHO OUHAMHYECKOE aMOyJIaTOpHOE HAOIIOJACHHWE 10 MECTY
KHUTEIBCTBA C MeproAnYecKiM BbimoHeHueM DxoKI'. ¥V manuenToB 6€3 3HaAYMMBIX (HaKTOpPOB
pucka JIAI'/ XTOJII" npu cpenHeit u Bbicokoi BeposiTHOCTU JII' 1OMKHO OBITH MPOJIOJIKEHO
oOciezjoBaHUE 10 MECTy *kHTelabcTBa. [lanmenTs! ¢ gakropamu pucka JIAI' npu cpenneil nmm
BBICOKOH BeposTHOCTH JII' OJIKHBI HE3aMEAIUTENBHO HANIPABIIATHCSA B OKCIIEPTHBIN LIEHTP AJIS
J000CIeIOBaHNS, B TOM YMCJIE HA OCHOBAHUHU 3aKIIOUYEHMS TEIEMEIUIIMHCKOW KOHCYIbTAllUU
CIIELMAIMCTA YKCIIEPTHOTO LIEHTPA.

Hlar 2 (BbIsfiBJeHHe). BTopoil 3Tan BKiII0OYaeT TpaAuIMOHHOE 00CIeJOBaHUE JIETKUX U Cep/lia.
Ox0oKI' u sprocnupoMeTpus MO3BOJISIIOT JUArHOCTUPOBATh NATOJIOTHIO JIEBBIX OTAEIOB CEpALAa,
MUTpajpHOro/ aopraimpHoro kiamaHoB (rpynma II). [lpm mnpoBeseHnu mnpHLIETBHOM
peHtreHorpaduu OPraHoOB TPYIHON KJIETKHU, wucciaeAaoBaHus AudPy3MOHHONW CrOCOOHOCTH
JETKUX, HCCIIEOBAaHUS  HECIPOBOLMPOBAHHBIX  JIBIXaTEJIbHBIX OOBEMOB M  IOTOKOB,
KOMITBIOTEPHON TOMOrpaduu OpraHoB TPYJHOH TOJOCTH C BHYTPUBEHHBIM OOJIOCHBIM
KOHTPAaCTUPOBAHMEM BBIABISIOTCS 3a0oneBanus jgerkux (rpymma III). Jns ckpununra XTIJIT
MIPOBOAMUTCS CLUUHTUrpadUsl Jerkux nepdy3uoHHast U CUMHTUTPAa]Us TETKUX BEHTUIISLIUOHHAS.

BonbHble ¢ HanmuuueM nepy3HMOHHBIX Ae(EKTOB MPU OTCYTCTBUHM HApPYLIICHUH BEHTUIISLHUU
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W/WJTM U3MEHEHUH JIeroyHor nmapeHxumbl Ha KT opraHoB IpyaHON MOJOCTH JTOHKHBI HAIPSMYIO
HANPaBIATHCS B JKCHEPTHBIM LEHTp Juis noobOcnenoBanus B Twiane XTOJII u oneHku
onepabensHOCTH [38].

Ilar 3 (Bepudukaums). [lanueHTH JOKHBI OBITH HAIPABJICHBI B SKCIEPTHBIA IEHTP IS
JalbHENIero 00cae10BaHus B CIEAYIOMUX cuTyanusx: (1) mpu cpenHeil/ BBICOKOM BEpOATHOCTH
JIT'; (2) npu nanuuuu ¢akropoB pucka JIAI unn TOJIA B anamuese. Ilpu HabGnronenun 3a
MalUEeHTaMH CIIEAYET BBISABIATH MPU3HAKU KIMHUYECKOTO YXYJIIEHUS, CBSI3aHHBIE C XYAIIUMHU
UCXOJAaMH U TpeOylole CpOYHOro BMeENIaTeIbCTBA - OBICTpPOE MPOrPECcCHpPOBAHUE
cumnromatuku (OK III/IV (BO3)), knmuanueckne npusHaku auchynkiuun DK, oOmopoku,
npusHaku Hu3koro CB, Tspkenble apuTMUM, HapylICHUE WA YXYIIIEHUE TeMOIUHAMUYECKOTO
cratyca (TUIOTOHMUSI, TAXUKAPIUS).

B xone xomIuiekcHOro o0cie0BaHusl B SKCIIEPTHOM IEHTpe MpoBoAUTCs auddepeHianpuas
JIMAarHOCTHKA ISl YCTAaHOBJICHUS KJIMHUYecKOoW rpynmnsl JII', a Takke MHBa3MBHAs OLEHKA AJIs
onpezeneHus: remoauHamuueckoro tuna JII' u, npu HEOOXOAUMOCTH, Ba30pPEaKTUBHOIO TECTa
npu UBKC [15, 16, 18]. B skcneptHom uentpe JII' ananu3upyroTcs pe3yibTaThl paHee
BBIMIOJTHEHHBIX HCCIIEIOBaHUM, MPU HEOOXOJUMOCTH KJIIOYEBBIE MCCIEIO0BAHUS JOKHBI OBITH
MIPOBEIECHBI TOBTOPHO.

[Tanpenram ¢ npekanwuiipHod JIIT mpoBoaWTCA IONOJHUTENbHAS JUArHOCTHUKA  JUIA
Bepuukanuu rpynnsl I (JIAI) u rpynnsl V (opyrue peakue cocTOsHHS). B CIOKHBIX
KIMHUYECKUX CHUTYyallMsX M TMpHU OlLieHKe omnepabenbHocTH mamueHtoB ¢ BIIC u XTOJIT
HEOOXOJUMO TPOBECTH KOHCHIMYM MYJIbTHIMCHUIUIMHAPDHOW KOMAaHJABI CIEIHATUCTOB,

BKJTFOYAIOIIEH Bpaue-peHTI€HOJIOTOB U Bpauei-CepIeYHO-COCYAUCTHIX XUPYproB [44, 48].

2.5.3 Onenka Ts:kecTd 3a00/1€eBaHus U POrHO3a

Pexomennyercs onenuBath TspkecTh JIAD ¢ onpeneneHuemM pucka CMEPTHOCTH Ha OCHOBAaHUU
KOMILJIEKCHOTO aHalM3a JIAaHHBIX KJIMHUYECKOTO CTaTyca, (QyHKIHMOHAIbHBIX TecToB, OXOKI',
UCClieIoBaHusl YpOBHSA N-TepMHHAJIBHOTO ()parMeHTa HaTpUHypeTHYECKOro MponenTuaa
M03roBoro (NT-proBNP) B kpoBH, reMOJMHAMHYECKUX TOKa3aTelied y BCEX MAIMEHTOB C
BIIEPBBIE YCTAHOBJICHHBIM JMArHO30M U B Mpoliecce AMHAMUYECKOT0 HAOII0eHUS Kax/bie 6-12
Mmecstes [6, 10, 12, 15, 16].

EOKIB (YYP C, YA 5)

KommenTapmii. Ha ocnosanuu komniekcno2o 06cnedo8anus ¢ npumeHenuem MHO20(haKkmopHou
Mmooenu cmpamugukayuu y ecex nayuenmos JIAI cnedyem onpedenumv cmamyc pucka Kax

HMS’KMIZ, I’lpOMei)fC)/WZOltHbll;l U BbICOKULL COOMBEMCMBEHHO npu OZ4€H01£H012 200UYHOIL cmepmHaocmu
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<5%, 5-20% u >20% coomeemcmeenrno (Tabn. 22. Ilpunoscenue I'l) [12]. Jlannvie
COBPEMEHHBIX Pe2UCmpO8 NOKA3AAU, YMO HaDI00aembvle NoKazamenu CMepmuocmu 6 medenue 1
2004 8 2PYNNAX NPOMENCYMOUHO20 U 8bICOKO20 PUCKA Npesblularom panee npocrozupyemvie [138,
139]. Kpumepusamu nuzkozo pucka seisiomcs @K [ uau I (BO3) npu oucmanyuu ¢ TILIX> 440
M, 0aenenuu 6 ITIT <8 mm pm. cm. u CH >2,5 n/mun/m’ [10]. Ipynna npomescymouro2o pucka
npeocmasnena nayuenmamu @K 111 (BO3) ¢ ymepenno cHudicenHol puzuyeckol akmueHOCmMuio
u npusnakamu oucghynkyuu IDK 6e3 xkaunuueckux npossnenuti npagodcenyoouxosoi CH.
Buvicoxuii puck cmepmnocmu credyem npoenozuposamsv )y nayuenmos DK III-IV (BO3) ¢
npoepeccupyrowum mevenuem JIAI, npossrenusmu npasodicenyooukosoi CH u emopuunou
oucynkyueii Opy2ux opeanos. HMzeecmuo, 4mo noKazamenu MO2ym OMHOCUMbCA K PA3HLIM
Kame2opusam pucka, umo onpeoeisiem 6bloop maKmuku jleyeHus.

B pexomenoayusx ESC/ERS 2022 2. peanuzogan nooxo0 nosmopHot cmpamugurayuu pucka y
nayuenmos, noaydarowux JIAI-cneyuguueckyro mepanuto, ¢ yuemom mozo ¢paxma, umo 60—
70% 601bHbIX CcoXpaHAOm npomexcymounvlli puck [12]. Bwidenenue kocopm nayuenmos
NPOMEINCYMOUYHO-HUSKO20 U NPOMENCYMOUHO-8bICOKO20 PUCKA CMEPMHOCMU NO360/14em 8
3apyOexcHou NPaKkmuke paccmampusams no0Xo0bl K dcKaiayuu cneyuguueckor mepanuu. B
POCCULICKOL Npakmuke 00 HACMOAWe20 8PeMeHU He 3apecucmpupo8anvl NaApeHmepaibHble
aHano2u NpoOCMAYUKIUHA, YMO He HNO360J51em UCHONb308AMb NPEONONHCEHHBIU ANCOPUMM
cmpamuukayuu pucka ¢ yeabio ONMUMU3AYUY mepanuu.

Knunuueckas oyenka npedocmasnsiem easxcryio ungopmayuro onsa onpedenenus msaxcecmu JIAI
Y NAyueHmog ¢ YCMAHOBIEHHbIM OuazHo3om. Ilpu ounamuyeckom HabMOOeHUU credyem
yuumseieams — Hanuuue  0OMOpPOKO8,  KpOBOXApKauvs, 0Ooneu 6  2pyou,  NPUIHAKOS
npagoxcenyoouxosoii CH. Ilpu ¢pusuxanbHom ocmompe npogooamcs usmepenue apmepuaibHo2o
oasiieHus Ha nepugepuieckux apmepusx, usmeperue Yacmomol cepoyedueHus, Haaudue YuaHosa
U pacuuperus apemMHuIX 6eH, OmeKos, acyuma, niespaivrHoeo evinoma. @K (BO3) ocmaemcs
OOHUM U3 Haubonee BadCHbIX NPeOUKmMopo8 @vldcusaemocmu nayuenmos c JIAI kax npu
YCMAHOBNeHUU OUACHO3d, MAK U NpU OUHAMUYECKOM HAOMI0O0eHUlU, YXyOuieHue KOmopo2o
mpebyem 00006¢1e006anusl 0I5 BbIAGNIEHUS NPUYUHDBL NPUYUH KIUHUYECK020 yxyouenus [15, 16,
140, 141].

TIIX sensemcsa Haubosee OOCMYNHbIM MemOoOOM OYEeHKU Qu3uieckol pabomocnocooHocmu
nayuenmos, O0OHAKO OO0CMOBEPHOU 643U Medcoy yeenuueHuem oucmanyuu 6 TIHIX u
00JI20CPOYHBIM ~ NPOSHO30M — NAYUEHMOS8,  GKII0YAsl ~ CMEPMHOCMb  Om  6CeX  NPUYUH,
20CNUMAnU3ayuu no Nnooody KiuHuueckozco yxyowlenus JIAL, mpaumcnianmayuu neckux uiu

KoMnjaekca cepoye-ieckue, no OaHHubIM 22 KIUHUYECKUX UCCAe008aHull, He evisasieHo [103].
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Bmecme ¢ mem, ycmanognenvr nopozosvie 3navenusi oucmanyuu 6 TIIX, yxazvisaowue Ha
HAUXyouLyto u HAULyyuilyo 200UYHYI0 8blacusaemocms nayuenmos ¢ JIAI - <165 m u >440 m,
coomseemcmeenno [142]. B psde uccredosanuii NOKA3ano, 4mo OYeHKa Yacmombl cepOeyHbIX
COKpawjeHuti u camypayuu nepugepuyeckoli Kposu npu nyabCoKCUMempuu 8 OUHAMUKE MOXHCEm
VAVHUUMb NPOSHOCMUYECKYIO 3HaUUMOcmb Memooa [142-144].

Konuuecmeennas oyenka nompebnenus Kuciopooa npu 3p2oCnupomempuy ocmaemcs Haubonee
MOYHbIM UHMESPANbHBIM NOKA3Amenem, Ompaxicarwum @yHKYUOHATbHOe COCMoAHUue U
KOMNEHCAMOPHble 803MONCHOCIU CePOeYHO-COCYOUCMOLL, 1e204HOU U MbIUEYHOL Cucmem, U
Modicem ObIMb UCNOAB308AHA OJ1s1 OyeHKu cmenenu msoicecmu JIAI u npoenosa [105-107].
IIposedenue speocnupomempuy 803MONCHO UCKIIOUUMENbHO 6 IKCNEePMHbIX YEHMPAx, umo
02paHudusaem WupoKoe NPpUMeHeHue 6 pYymuHHOU npaKkmuxe.

Busyanuzayusa cepoya uepaem eadicnyio poas npu HabmodeHuu 3a nayuenmamu ¢ JIAI. Pso
OxoKI- u MPT-napamempos ¢ npocnocmuueckum 3Ha4eHuem, no360Jai0m KOHMPOIUPO8amy
¢dynxyuro IDK 6 ounamuxe (Taén.l6.Ilpunoxncenue b1). B npomoxone MPT cepoya ons
cmpamugukayuu pucka ciedyem ucnoib3068ams cledyioujue napamempyl, KOmopble yKazvléaion
Ha HU3KUll, CcpeOHull, 6vlcokulli puck cmepmuocmu: DPB IDK >54%; 37-54%; <37%,
coomeemcmeenno, YU >40 mu/m2; 26-40 ma/m2; <26 ma/m2, coomeemcmeeHHo, UHOeKC
KOHeuHO-cucmoauyecko2o oovema IDK <42 ma/m2; 42-54 ma/m2; >54 ma/m2, coomeemcmeento
[12]. B omauuue om OxoKI, danunvie MPT cepoya u macucmpanbHulX cOCy008 B03MONCHO
OYEHUBAMb UCKTIIOUUMENbHO 8 IKCHEPMHBIX YEHMPAX, YMO 02PAHUYUBAEM UUPOKOe NPUMEHEHUe
Memooa 6 pymuHHOU NpaKmuxe.

Haubonee cunvnoti npoenocmuueckou 3Hauumocmovio y nayuenmos c¢ JIAIT obradarom
eemoounamuyeckue nokazamenu- oasnenue 6 I, CH u SvO: [6, 12, 141, 142]. /laénenue 6 1111
daem KoceeHHoe npedcmasierue o gvipaxcenHocmu ouchyuxyuu IDK. Benuuuna CHU 3asucum
om YO u ompasxcaem mo KoIU4ecmso OKCU2EHUPOBAHHOU KPOSU, KOMOpoe 8036paujaemcs u3
neckux 6 nesvie omoenvl cepoya. Cp/l/IA ne éxooum 6 nepeuenb npocHOCMUYECKU 3HAYUMBIX
2eMOOUHAMUYECKUX nokazameneu, NOCKONbKY €20 CHUMCeHUe Modxcem Oblmb cledcmseuem
ouchynxyuu IDK. Vayuwenue xnunuueckoeo cocmosuusi donvHozo ¢ JIAI' kpaiine peoxo
npUBOOUM K HopManuzayuu unu cHudicenuro cp/l/IA. Hckniouenue cocmasnsirom nayueHmsl ¢
NONOHCUMENbHBIM — 8A30PEAKMUBHLIM — MeCmoM, — noaydarwue mepanuro  6ioKamopamu
kanoyuesvlx xauanos [120]. Cpeou oyenxku Ouomapxepos Hauboabulee 3HAUEHUe UMeem
uccne0o8anusi yposHs N-mepMuHarbHo20 @pazmMenma HAmpuilypemuiecko2o nponenmuod

Mmo3208020 (NT-proBNP) 6 kposu, ypogensb KOmopoz2o Koppeiupyem ¢ 2eMOOUHAMUYeCKUMU
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noxazamensimu u CmpyKmypHo-gyHKkyuoranvuoimu usmenenusimu I1DK y nayuenmos JIAIL' [6, 12,
15, 16].

Pexomenayercst ouenuBath TsikecTh JIAIT ¢ ompenenenneM pucka CMEPTHOCTH Y BCeX
ManyueHToB, noiayyamux JIAI-cnenmudpuueckyro Tepanuto, Ha ocHoBaHuH aHanuza OK (BO3),
nuctaniu B TIIX, BNP/NT-proBNP, u, npu He0oOX0AMMOCTH, TOTIOTHUTEIIBHBIX ITapaMeTPOB
BU3yall3alliy TpaBbIX OTACJIOB cepAlla U TEeMOJMHAMHUKH, B TMPOIECCe JAMHAMUYECKOTO
HA0JII0/IeHUS Kax/able 3-6 MECALEB C 1EJIbI0 CBOEBPEMEHHOMN ACKaNaluu tepanuu [12].

EOKIB (YYPC, YA 5)

KommenTapuii. Heuneaszusnviti Memoo OYeHKU pUckd, OCHOBAHHBIL HA UCNOAb308AHUU MpeX
kpumepues: OK I-11 (BO3), oucmanyusa 6 TLIX >440m u NT-proBNP <300 ne/n/ BNP <50 ne/n,
071 gvLasneHus nayuenmos JIAL, docmuzarowux u coxpanaowux cmamyc 04eHb HU3KO20 PUCKa
[140, 145]. Yucno Kpumepueg HU3KO20 pUCKA MOYHO NPeOCKa3vléalo 0eccoObIMUIiHYIO
BbINHCUBAEMOCM U NO3B0AN0 UOCHMUPUYUPOBAMb KO2OPMY NAYUEHMO8 C HUSKUM DUCKOM
CMEpmMHOCMU OMm JI00ObIX NPUYUH NO OAHHBIM PPAHYYICKO20 peUcmpa U y 6nepevie Gbla61eHHbIX
nayuenmos 6 pecucmpe COMPERA. Ilpu nanuuuu mpex Kpumepues HU3K0O20 pUCKA Y NAYUEHNO8
c enepavie sviagnenHou JIAI nabnoodanca naubonee O1a20NPUAMHBIU 00120CPOUHBLU NPO2HO3. B
npoyecce OUHAMUYECKO20 HAONOOeHUs Npu HeoOXO0OUMOCMU YMOYHEHUs pUcKa ciedyem

NPpUMEHANb OYEHKY OONOJIHUMENIbHBIX napamvempoe eusyaiuzayuu cepdua U 2eMOOUHAMUKU.
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3. JleueHue, BKJIKOYAS MeTUKAMEHTO3HYI0 U HEMeIUKAMEHTO3HYI0 Tepanumu,
AMETOTEpPanuIo, 00e300/J1MBaHNe, MeAMIUHCKUE IOKA3AHUS U

NMPOTUBONOKA3aHUA K IPUMECHCHUIO METO/10B JICHCHUS

B coBpemennoii ctpaterun Befenus nanueHTo JIAI cieqyeT BbIensITh 00IKe peKOMEH AN,
MOJICPKUBAIOIIYIO U crielupruIecKyto Tepanuto [6, 12, 15, 16]. Eciu npumeHeHne mpenaparoB
MOJJIEPKUBAIOILEH Tepallid HE OKa3bIBAa€T BIIMSHMS HAa BBLKMBAEMOCTh nanueHtoB ¢ JIAL, To
npenapaTbl MaTOreHEeTHYECKOro JIEHCTBHUS CHOCOOCTBYIOT YBEIMYCHHIO MPOAOIDKHUTEIHHOCTH
KU3HHU TAlMEHTOB, CHIDKCHHIO TOTPEOHOCTH B TOCTIUTAIM3ALMUAX U YBEIWYCHUIO BPEMEHH J10

KJIMHUYECKOT0 YXYAIICHUS U TpaHCIulaHTauuu [24-26, 47].

Haznauenue JIAT -cienuduueckoii Tepanuu pekomenayercs nanuentam JIAI co cplJIA > 25
MM pT. cT. u JICC >3 en. Byna B COOTBETCTBMM C JI0Ka3aTelbHOW 0a30if MO IMPUMEHEHUIO
npemnaparos [12, 15, 16].

PKO IA (YYP C, YA S)

KommenTtapuii. Coecnacno cospemennvim kpumepusm ouacnos JIAIT ycmanasnueaemces npu
eplVIA >20 mm pm. cm. u JICC >2 eo. Byoa [12]. Oonaxo 3¢pghexmusnocmes npenapamos,
0000peHubix 013 nevwenus JIAL, 6 Hacmoswee pemsa 00KA3AHA UCKTIOUUMENLHO Y NAYUEHMO8 CO
cplVIA =25 mm pm. cm. u JICC >3 ed. Byoa. Ilpu evicokom pucke pazeumus JIAI', nanpumep,
nayuenmos ¢ CCJ[ unu poocmeennuxos nepgoti aunuu ooavnvlx HIIAI credyem nanpasumo 6
axcnepmubvlil yenmp JII' ons obcnedosanusi ¢ yeavio panueti ouacnocmuxu JII' u evibopa
onmumanvuou maxmuxu nevenus. Ilayuenmam co cpJIA 21-24 mm pm. cm. u JICC 2,1 0o 2,9
e0. Byoa npu nanuuuu cumnmomos JII' credyem npoeooumsv Ounamuueckoe HabaooeHue,
sxatouarowee IxoKIl u TIIIX, pewenue o nposedenuu YBKC npunumaemcs Ha unoueuoyaivHou
ocHoege.

B kauectBe nenu Tepanuu nanueHToB JIAIT pekoMeHIyeTcsi MCIONB30BaTh JOCTH)KEHUE U
nojiep>kaHue npouiist HU3KOro pucKa B pe3yJibTaTe MPOBOAMMOI crieliupuueckoi Tepaniu
[12, 15, 16].

EOKIB (YYPC, YA 5)

VY nanuenToB ¢ JIAI' ycTaHOBIIEHHOM 3THONIOTUH, TPU HAJIMYUK COMTYTCTBYIOLIUX 3a00JI€BaHUMA
ONITUMU3ALMS TEPATUH JJOJKHA OBITh PACCMOTpPEHA B MHAMBHIYaJIbHOM MOPSIKE C yYETOM TOTO,
YTO TOCTHKEHUE MPO(UIISt HU3KOTO pUCKa HE BCEra BOZMOXKHO [12].

EOK ITaB (YVP C, VI 5)
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3.1. O0mue peKoMeHAaUNH

[Tpu ycranoBnenuu auartosa JIAI u B xone HaOMIOA€HUS 32 MAllMEHTAMU CeayeT 00CyX1aTh
WHAUBUAYAIBHBI PEXKUM €XKEIHEBHON (DU3MYECKOH AaKTUBHOCTH, IUIAHUPOBAHUE CEMBH,
KOHTPALEMIMI0 U MOCTMEHONAY3aIbHYI0 TOPMOHO3aMECTUTENBHYIO TEpaIuio, MOATOTOBKY K
IUTAHOBBIM XHPYPrUYE€CKUM BMEIIATEILCTBAM, NMPOMUIAKTUKY HH(EKIIMOHHBIX 3a00JIeBaHMUIA,
MICUXOCOLUUAIIBHYIO TMOJJIEPKKY, IMyTEUIECTBUS, NPUBEPKEHHOCTh JIEKAPCTBEHHOM TEpanuu U
HEOOXOUMOCTh HAOIOJCHUS ClenuanucTaMu JKcneptHoro mentpa JIIT [6, 12, 49, 125].
[TpumepHo y 35% naunenToB ¢ JIAI' pa3BuUBarOTCS TPEBOKHBIE COCTOSIHUS, TAHUYECKUE aTaKU U
JIerpeccusi, KOTOPbIE TECHO B3aUMOCBS3aHbI C TSKECThI0 cumnToMaTuku JIAI u orpannuenuem
busznueckux Bo3MokHocTed [15, 154]. Ilammentam JIAIT m uneHaM WX ceMed cleayer
PEKOMEHI0BATh IICUXOJIOTMYECKYH0 TIOMOIIlb, aKTUBHOE YYaCTHE B IMALIMEHTCKUX OpraHU3alMsiX,
YTO MOXET MOJIOKHUTEIIBHO BIUATH Ha aJanTaIliIO B Pe3yJIbTaTe KOHCTPYKTHBHON COBMECTHOM

paboTel 60IBEHOTO | Bpava [6, 15].

du3znyeckasi aKTHBHOCTh U peadHINTAIUSA

PexoMenayercsi okazaHue yCIyT M0 MEIUIIMHCKON peabuauTaluy MnaiueHTa ¢ 3a00J1eBaHusIMU
CepACYHO-COCYTUCTON CHUCTEMBI B BHJE TMPOBEICHHUS €XKEIHEBHBIX JIO3UPOBAHHBIX H
perynupyemMbpiX (U3NYECKHX HArpy30K MO HAOII0JEHUEM CHEIHAINCTOB SKCIIEPTHOTO HEHTPa
ctabunpHpiM  manueHtam JIAIT HuM3KOro pucka, mnody4arommm —anekBaTtHyr JIAD-
cnernuduyeckyro tepanuio [6, 12, 15].

EOKIA (YYPC, YA 5)

KommenTapuii. 3a nocieonue 200vt 8 KIUHUYECKUX UCCIE008AHUAX NOKA3AHA dPHeKxmusHocms
npozpamm guzuieckou peabunumayuu, 6KI0YarUux a3poonsie puzuieckue Hazpy3Ku, CUI08ble
Haz2py3KuU, ObIXAMeNbHYI0 SUMHACTMUKY U 2eMeHmbl o2, Ha pabomocnocoOHOCMb NAYUeHmMos
JIAI" ¢ oocmosepuvim ysenuuenuem oucmanyuu 6 TIIX u VOspeak, nokasameneii kauecmea
arcusnu [150-152]. Yuacmue 6 mpenuposounvix npoepammax ciedyem npeoiazams CMadUuibHbiM
nayuenmam, noaydarowum JIAI-cneyuguueckyro mepanuio, 6 9KCnepmubix YeHmMpax ¢ ONbIMom
sedenuss smou Kamezopuu 6Oonvuwix [6, 12, 15]. Kakx npasuno, npocpammul puzuueckou
peadbunumayuu npo8oOSIMCA 8 YCIOBUAX CIMAYUOHAPA, YMO SAGIAemcs 3a1020M Oe30naACHOCHU.
Haunyuwue pezynomamot Oviiu 0ocmueHymsl 6 KIUHUYECKUX UCCTIe008AHUAX NPU NPOBEOeHUU
MPEHUPOBOUHBIX NPOSPAMM 8 medeHue 08yX Yaco8 6 0eHb NiAMmb pa3 8 Heoell0 Npu CoOYemaHuu
A’pPOOHBIX HAZPY30K HA 8eNI03p2oMempe U MPeOMUTe HA BbIHOCIUBOCMb, CUNOBLIX MPEHUPOBOK
C UCNONIL30BAHUEM MAN020 6ecd U YNPAdiCHeHUll 0 OvixamenvHou myckyramypst [150]. B

npocnexmugnom PKHU noxaszano ynyyuienue nokazameinetl 2eMoOUHAMUKU y nayuenmos ¢ JIAI u
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Heonepabenvroll XTOJII 6 sude docmoseproeo ysenuuenus CHU, cuuscenus cp/iJIA u JICC no
CpasHeHUuro ¢ KOHMpOoabHoU epynnou [152].

B naweu cmpane npomoxonsl puzuueckou peabunumayuu 015 nayuenmos ¢ JIAI naxooamcs 8
cmaouu pazpabomxu.

[TanmenTam ¢ JIAT He pekoMeHayeTcst u30bITOUHAsA (pU3MUecKast aKTUBHOCTh, TIPOBOIIMPYIOIIAs
BBIPQKEHHYIO OJIBIIIKY, TOJIOBOKPYKEHHE, CHHKOIE, 00N B TPYAHOH KIeTKe, ciadbocTsh [6, 15,
16, 47, 48].

EOK IIIC (YYP C, YA 5)

KommenTapuii. Yuacmue 6 mpenuposounvix npoepammax npomusonoxasaro nayuenmam JIAI'
¢ aocanobamu Ha 601 8 2pyou, NPUCMYNbL cepOyebUeHUs], NPEeCUHKONATbHBIMU U CUHKONATbHbIMU
COCMOAHUAMU HA (POHe Qu3uyecKux Hacpy3oK, ¢ cumnmomamu npasodxcenyooukoeoi CH,

HeOdagHell 2ocnumanuzayuetl Ui 00Cc1e008anuem 8 a3l ¢ KiuHudeckum yxyoutenuem [151].

IlmanoBbI€e XHPYpPrudeCKue BMemaTeJbCTBa

Pexomengyercst mpoBOAUTH MYJIBTUIUCIMILUIMHAPHBIN KOHCUIIMYM B COCTaBE Bpava-KapIuoJora,
Bpayua-aHEeCTEe3UOJI0ra-peaHuMaTosora, Bpada-Xxupypra JKCHEpPTHOIO LEHTpa M, Ipu
HEOOXOJUMOCTH, IPYTHX CIEHUAIMCTOB MPH O0CYKICHUH XUPYPrHUYECKOro JICUeHHUs, BbIOOpa
TUTIA AaHECTE3UU U MEPUONEPAMOHHON TaKTUKU BeneHus nanueHtoB JIAIT ans MuHuMu3anuu
pHUCKOB BMerIaTenbeTsa [12, 15]

PKO IC (YYPC, YA 5)

[Ipy mnnaHOBBIX XUPYPTrUYECKUX BMENIATENCTBAX CIEAYET OTAaBaTh IPEANOYTCHUE
PErMOHAPHOM, B TOM YHUCJIE MUY PATIbHON aHecTe3nH, y nauueHToB JIAL st npenynpexaeHus
ocloxHeHul [6, 15, 16].

EOK IIaC (YYP C, YA 5)

[Ipu myianupoBaHUU JTHOOOTO XUPYPTrUUECKOTO BMEIIATENHCTBA Y aneHToB ¢ JIAIT Bo3MOXkHO
pPacCMOTpPETh €ro BBINOJIHEHUE B YCIOBUAX SKcnepTHoro ueHtpa JII' mias MuUHMMH3anuH
NEepUONEPALIMOHHBIX pUCKOB [12, 330].

PKO IIbC (YYP C, YA 5)

KommenTapuii. Xupypeuueckue emewamenscmaa y nayuenmos JIAI' cesazanvi ¢ nosviueHHbIM
puckom npasoxcenyooukogou CH u cmepmuocmu, accoyuupoBanHviM ¢ MAHCECNBIO
3abonesanus [6, 12, 152]. B npocnexmunom medxncoyHapooHom pecucmpe, sxatodarouwem 114
nayuenmos ¢ JIAI, nepenecuiux nexapouoxupypeuieckue u HeaxyulepcKue emeulamenbcmad,
nepuonepayuoHHas CMepmHOCMs COCMAsUIA NPU NIAHOBLIX U HEOMIIOHCHBIX npoyedypax 2% u

15% coomeemcmeenno [153]. Haubonvuiue pucku u mpyoHocmu nepuonepayuoHHo20 6e0eHus

59



Habnooalomes y nayuenmos ¢ @nepevle @uvlasieHHou JII' Ha Mmomenm onepamusHoz2o
emewamenvcmed. Ilo 803modxcHoCmuU He0OX00UMO nepeHecmu 8pems 8bINOIHEHUs NIAHOB8020
XUpypau4ecko2o 6MeuwamensCmea U HAnpasumv NayueHma 6 IKCHePMHbuIU YeHmp O
mujamenbHo20 obcnedosanus ¢ evinoaneHuem YBKC u, npu Heobxooumocmu, 8a30peaxmueHo2o
mecma, ¢ nociedyrouum noobopom JIAIL-cneyughuuecxoti mepanuu [6, 15]. Credyem oyernumo
2eMOOUHAMUYEeCKULL U (QYHKYUOHAIbHBIL CMAmyc nayuenma, OemdaivbHO 00Cyoums 00vem
onepayuu, aHecmesuosocudecKkoe nocooue, B03MONCHOCMb UCHONL308AHUSL OKCUOA daA30ma,
UIONPOCmMa U IKCMpaKopnopaiviou memopanrnou oxcuecenayuu (OKMO). Bce obcrnedosanus u
onmumuzayuro mepanuu JIAI' dceramenvHo 6biNOIHUMD He NO30Hee 4em 3a 08e Hedelu 00
npeononazaemozo onepamueHozo emewamenscmea [152]. Illpu nnanupoeanuu xupypeuiuecko2o
emewamenbcmea ciedyem UHGOPMUPOBAMb NAYUEHMA O BO3MONCHLIX NEPUONEePaAYUOHHBIX
PUCKAX, CBA3AHHBIX C XAPAKMEPOM ONEPpAmMUBHO20 BMeUamenbCcmea U aHecmesuoi02UYecKo2o
nocoous, 0 8603MONCHOM yXyouleHuu meuenus: JIAI u pucke nemanvrHozo ucxooa.

VYV nanuentoB ¢ JIAI' peKOMEHAOBAHO PAcCMOTPETH IIPOBEACHUE MHHHU-JIAIIAPOTOMHYECKOTO
JIOCTYTIA TSl IPEIyIPEKISHUs OCIoXHeHuu [15, 154].

PKO IIbC (YYP C, YA/ 4)

KommenTtapuii. V nayuenmos c¢ JIAI' nanoswcenue nuesmonepumoneyma uiu KOMHpeCcus
ouagpazmvl Mo2ym yxyouams GeHMUIAYUIO Ne2KUX U 3HAYUMENbHO VEeIUdUmb NOCMHAZPY3KY

1K ecnedocmsue eunepmonuueckoeo kpuza no MKK [152, 154].

IIpopuiakruka uHpexuuin

Jns nmanmentoB ¢ JIAIT pekoMeH0BaHO paccMOTpEeTh BaKIMHALMIO MPOTHB BHpYca TPHIIIA,
MHEeBMOKOKKOBOW MH(pekuuu, SARS-CoV-2 pang npeaynpexaeHuss HporpeccupoBaHUs
3a0osieBaHus Ha (OHE MHTEPKYPPEHTHOM uHdekmu [6, 12, 15, 16].

EOK IIaC (YYP C, Y 5)

Kommenrtapuii. V nayuenmos ¢ JIAI' nneemonuu bvinu npuuunou cmepmu 6 7% cayuaes [6].
Hecmomps na omcymcmeue PKU, cnedyem npogooums eaxyuHayuio npomué eupyca cpunna,
nneemokokka, SARS-Cov2 [6 ,12]. Hckniouenue cocmasnsiom nayuenmot ¢ Cm3CT u BUY
unpexyueti, y Komopuix peuienue 0 6aKyuHayuu 00JIHCHO NPUHUMAMbCA C YUemOoM aKMUGHOCMU

OCHOBHO20 3a00N1€8aHUsL U NPOBOOUMOU UMMYHOCYNPECCUBHOU MePanuiu.

IIpuBep:KeHHOCTH TEPANNHU

@dakTopamu, BIHAIOLNIMMU HAa NPHUBEPKEHHOCTh Tepanuu nanueHtoB ¢ JII, saBistorces

nemorpaduueckue 0CoOOEHHOCTH, KOTHUTHUBHbBIE HAapyIICHUs, COMYTCTBYIOIIME 3a00seBaHMUs,

60



MICUXOJIOTHYECKUI CTaTyC, MOJUMparmMasusi, MoO0oyHble A(P(GEKThl JIEKApCTBEHHOW Tepanuu,
rPaMOTHOCTh B BOIPOCAx 370pOBbS M MOHMMaHHWE 3adad jedeHus [15, 155, 156]. Ianuentst
JOJKHBI OBITh MH(DOPMHUPOBAHBI O IENSAX TEPAIHH, MEXaHU3ME JCUCTBHUS OCHOBHBIX TPYIII
JICKapCTBEHHBIX CPEACTB, BapUaHTaX JICYCHHUS U BO3MOXKHBIX MOOOYHBIX SIBICHUSX, a TaKXKe
MOCIIEACTBUIX HECOOTIOCHHS peKUMa Teparuu U HE0OXOJUMOCTH COO0IATh JeyalieMy Bpady
0 JIFOOBIX U3MEHEHUSIX B JIeKapcTBeHHOU cxeme. Cpeant (hakTOpoB, CBSI3aHHBIX C BPa4oM, CIEAYET
YUYUTBIBATh OIbBIT, 3HAHHE PEKOMEHAAIMN, MYJIbTHIAUCHMUIUIMHAPHBIN MOJIXO0J; C CHCTEMOMU

3IpaBOOXPaHEHUsS — YCIOBUS PabOThI, IOCTYI K IIpermapaTaM U CTOMMOCTb JiedeHus [12, 156].

IyremecrBust

[IpoBeneHue OKCUTEHOTEpANlMKM TIPU aBHAIEpETeTaX pPEKOMEHJOBAHO paccMaTpuBaTh Yy
nanuentoB ¢ JII' M-IV ¢ynkuuonansHoro kiacca (BO3) mpu HanmpspkeHMM KHCIOpOJa B
aprepuanbHoit kpoBu <8 klla (60 MM PT. CT.) B TOKO€ WUJIU MPU HACBIIEHUH KPOBU KUCIOPOAOM
<92% 1O [AaHHBIM IyJIbCOKCUMETPUM TIPU [JIbIXaHUU aTMOC(EPHBIM BO3IYXOM, IS
PO UIAKTUKH OCIOXKHEHui [6, 12, 15, 16].

EOK IIaC (YYP C, YA/ 5)

KommenTapuii. /lokazano, umo xpamkogpemeHHasi (MeHee OOHUX CYMOK) HOpMobapuueckas
2UNOKCeMUs, KAK NPAsUIo, XOPOULO NEPEeHOCUMCS KIUHUYeCKU cmabuivubimu nayuenmamu JIAI
be3 eunoxkcemuu Ha yposwe mopsa [125, 157]. Ilayuenmam, ucnonv3yrowum Kuciopoo, npu
asuanepenemax peKomMeHoyemcs npogooums uxneanayuio kuciopooa npu Pa0>< 8 klla (<60 mm
pm. cm.) unu Sa02 < 92% (8 noxoe npu ovixanuu ammocgepnvim 6o3oyxom) [6, 12]. Ilockonvky
aghghexmul 6030eticmaus 2unoKcemuu om YMepeHHOU 00 OaumenvHou (dacvl-onu) npu JIAI
U3yyeHvl HedOCMAmouHo, Cledyem pPeKOMeHO08amb nayuenmam uzoeamov npebdvbI6AHUSs HA
svicome gviuie 1500 m 6e3 npumenenus umneanayuu xuciopooa [125]. Ckopocms nomoka
KUciopooa 2 i/MuH nogvluiaem KOHYeHmpayuo KUCiopood 80 80blXxaemom 8030yxe 00 00bIYHbIX
3HAYeHUll Ha YpoeHe MOps. YV nayuenmos ¢ nNompebHOCMbI0 OIUMENbHOU OKCULeHOmepanuu npu
asuanepenemax Modcem nompebo8amuvcs ygeiuyeHue ckopocmu nomoxa kuciopooa [12, 158].
llayuenmam cnedyem nymeuwiecmeosamv Npu HAIUYUU HUCOMEHHOU UHDOPpMAYUU O HATUYUU
JIAT', nposooumoti mepanuu u KOHMAKMHOU UHDOpMayUU 0 OaUNCAIUEM K MeCH) HAX0HCOEHUs

yeumpe JII' [6, 12, 15].

3.2. MeaukaMeHTO3HOE JeYeHUe
JlexapcTBeHHas Tepanusi y nanueHToB ¢ JII' BKIrOYaeT cpeAcTBa MOIACPKUBAIOIICH Tepanuu
(opanpubie aHTUKOATYJISHTH (ATX aHTUTPOMOOTHYECKHE CPEACTBA), AUYPETUKH, CepACUHBIC

ruko3uabl, okcureHorepanus) u JIAI'-cneunduueckue mnpemapatel - BKK, antaronucts
61



penentopoB dHAOTeNMHA (ATX aHTHTUNEPTEH3WBHBIC CPEACTBA ISl JICUCHHS JICTOYHOM
aprepuanbHoil Tunepren3uu, ADP), uarudurtops! pocdoamdcrepassl Thna S (ATX mnpenapats
JUIs  JIedeHUs dpeKTHibHOW  auchyHkimu, WDD-5), cTuMynaTopsl  pacTBOPHUMOM
ryanunatuukiassl (ATX aHTUTUIIEPTEH3UBHBIE CPECTBA [ JISUCHUSI JIETOYHOMN apTepUaIbHOM
runepTeHsun, cTumyaaropsl plll), Amnamorm mpocranmmkianHa — mnpoctaHouasl (ATX

AHTHarperanTsl Kpome renapusa), aroHuctsl penentopo I (ATX AHTuarperantsl Kpome

renapusa) [6,12,15,16].

3.2.1. loaaepxkuBaromasi Tepanus

Bnusinue nognep:xuaronieid repanuu JIAI' Ha BBKMBAEMOCTD MAIIMEHTOB He M3y4dasioch B PKU.
OngHako B pYTHHHOW TIpaKTHKE TMOKa3aHa J(PQPEKTUBHOCTh OKCUTCHOTEpANUU TpU
COMYTCTBYIOIIEH TATOJIOTMM JIETKUX WJIM HWHTEPKYPPEHTHBIX 3a00JIEBaHUSX, BIIUSHUE

JUYPETUKOB HAa CUMIITOMBI ITpaBoxkenygoukosoid CH [6,31,49,125].

AHTHKOATYJISIHTHI U 1€3arperaHTbl
VYV nammentoB ¢ WJIAI, HJIAT, JIAI' npu npueme JIeKapCTBEHHBIX MpenapaToB BO3MOXKHO
paccMOTpeTh Ha3HAYEHHE OPaJbHBIX aHTUKOAryJISHTOB (ATX aHTUTPOMOOTUYECKHE CPECTBA)
JUTSL TPO(UIIAKTUKYA TPOMOOTHYECKUX OCIIOKHEeHHH [6, 12, 161, 59,159-162].
EOK IIbC (YYP B, Y/ 2)
KommenTtapuii. Obocnosanuem 0ns HaznaveHuss anmukxoa2yiaumuou mepanuu npu JIAI
ABUNOCH BbIAGNICHUE OPSAHU30BAHHBIX MPOMOO0308 N Sit 8 MEIKUX JIe20YHbIX apmepusix 6
aucmonamono2udeckux oopasyax neekux nayuenmos c¢ HJIALI [49, 159]. Ilpu JIAT-BIIC
BbIABNIAIOMCA MPOMOO3bl anespusm cmeona u eemeeti JIA [45, 118, 160]. V nayuenmos JIAI'
ONnuUCamvbl  Hapyuwlenus — ceéepmoulgaroueti U - QUOPUHOIUMUYECKOU  CcUCmeMbl,  4mo
ceudemenbcmayem o nPoKoazyasitHmuom cocmosanuu [6, 47].
Jannvie PKHU no usyyenuro ammuxoacynsimmuou mepanuu npu JIAI' omcymcmeyrom. [{ea
Memaananusa noka3aiu, Ymo npuem aHmuKoda2yIsIHMO8 MOMCem YIYYUIUMb GbIHCUBAEMOCHb
nayuenmos ¢ HJIAI' [161, 162]. [lo oanHbim poccutickoeo pecucmpa, aHMuKoalyIsHMHAs
mepanus ~ HasHauaemcs  61,5%  6ononeim  JIAI, exmouas  eapgpapun**  (51,6%),
HUsKomonexyusipuvie ecenapunvl (ATX epynna eenapuna) (5,9%) u npsmsie opanvHvie
anmukoazynaumol (ATX npsamvle uneubumopsl mpomouHa, npsamvle uHeUOUMopsvl paxmopa Xa)
(4,2%) [51].
VY mnamuentoB JIAI, acconuupoBanHoil ¢ CT13CT, BO3MOXXHO paccMOTpPETh Ha3HA4YECHHE
AHMUMPOMOOMUYECKUX Cpedcms B WHIUBUIYATbHOM TOPSAKE MPU HATUYUH CKJIOHHOCTH K

Tpomboduuu [6, 15, 16, 133].
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EOK/PKO IIbC (YYP C, YA 4)

KommenTapuii. /lannvie pecucmpoé u memaanaiuzoe noxazanu, 4mo HA3HAYEHUe OpalbHblX
anmukoazynaumos npu JIAI, ceazannou ¢ CC/, céazarno ¢ puckom kposomevenuil [12, 47, 129].
He pexomenmyercs pyTHHHOE Ha3HAY€HUE AHTUTPOMOOTHYECKHX CPEACTB MallMeHTaM C
nopTonyJIbMOHANIbHON Tunepren3uei u JIAI', acconnnpoBannoit BUY-undexuueii [6, 12, 15,
16].

EOK IIIC (YYP C, Y1 5)

KommenTapuii. ¥V nayuenmos ¢ nopmonynrbmonanvHou cunepmen3uelti Yacmo 6bla8/saemcs
CUNOKOA2YIAYUA 3a Cuem HapyuleHuss cunmesa/ oezpaoayuu Gaxmopos ceepmvleaHus u
mpomoboyumonenuu [47, 49]. V nayuenmoeé ¢ yuppozom neuenu ucmoyHuKOM Kpo8omeueHus
Mocym Oblmb pacuupenHbvle 8eHbl NUWE800d U 2eMOPpPOUOdIbHble 8eHbl. DphhexmusHocms u
b6e30nacHocms COBMEeCMHO20 HA3HAYEeHUsL AHMUMPOMOOMUYECKUX CPeOCME U NPOMUBOBUPY CHBIX
npenapamos CUCMeMHO20 Oelticmaus Malo usydenvl y nayuenmos ¢ BU4-ungexyueti [15].

He pexomenayercs aHTUKOATYJISIHTHAsI Tepanus antaronuctamu sutamuna K nmanuenram ¢ JIAT,
accouuunposanHoii ¢ BIIC, npu orcyTcTBUM pyrux nokaszanui [6, 15, 48].

EOK IIIC (YYP C, Y1 3)

KommenTapuii. PKU no npumernenuro anmumpombomuueckux cpeocms y nayueumos c¢ JIAI -
BIIC omcymcmsyrom. Ilpuem anmuxoazynissHmuou mepanuu cesA3aH C NOBbIUEHHbIM PUCKOM
KposomeueHus. y nayuenmos ¢ BIIC ommeuaromces napyuienus cunmesa/ decpaoayuu hakmopos
ceepmolganus u mpomooyumonenus. Y nayuenmos ¢ BIIC ucmounuxom kposomeueHnuss Mo2ym
ObImMb pacuupenHvle OporxuanbHvle apmepuu. Haznavenue anmumpombomuueckux cpeocmae He
OKA3bIBANI0  CYUJeCMBEHHO20 GIUAHUSA HA  BbIICUBAEMOCb  NAYUEHMO8 C  CUHOPOMOM
Duzenmencepa  [48, 165]. Hasumauenue auHmumpomMOOMu4eckux cpeocme  Modcem
paccmampusamuscs npu Hanuyuu apmepuanvbHuix/ BEHO3HBIX mpom60308,
Gubpunnayuu/mpenemanus npeocepouti, npagodcenyoouxoson CH [6, 160, 161].

He pexomennyercss Ha3Hau€HHUE MPSIMBIX HHTHMOUTOPOB TPOMOMHA, MPSAMBIX HHIHMOUTOPOB
dakropa Xa naruentam ¢ JIAT, umerommm GUOPUIISAIINIO IPEJCEPINiA, B CBSI3U C OTCYTCTBHEM
noaTBepkIeHus ux 3¢ dexktuBHOCTH [6, 15, 16].

PKO IIIC (YYP C, YO 5)

He pekomeHnnyeTcs Ha3HAauy€HHWE aHTHArperaHTOB, KpoMe remapuHa, nanueHtam c JIADLT npwu
OTCYTCTBUM JIOTIOJTHUTEIbHBIX TOKAa3aHUM B CBSI3M C OTCYTCTBHEM IOJTBEPXKICHUS HX
sapdextuBHOCTH [15,16, 44].

PKO IIIC (YYP C, YA 5)
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JAnyperuxku

[Tarmentam ¢ JII' pekomenayeTrcs Tepamus «HETJIEBBIMHY JUYPETUKaMU IPH  3aJepiKKe
JKUJIKOCTH WJIM KJIMHUYECKUX MPOSBICHUSIX OTEYHOTO CUHIpoma [6, 12, 15, 16].

EOKIC (YYP C, YA 5)

KommenTapuii. Ilpasooicenyoouxosas CH ceésaszana ¢ 3a0epickoli HCUOKOCMU, CHUNCEHUEM
NOYEUHO20 KPOBOMOKA U AKMUBayuel peHuH-aHeUOMeH3UH-AIbO0CMepoH08ol cucmemsl [19,
49]. PKU no npumernenuto ouypemuros y nayuenmos JIAI' omcymemayom, 00HaKO KIuHU4ecKuil
ONbIM NOKA3bl8Aem OMYEemAUGoe YayuleHue CUMNMOMAMUKU NPU HA3HAYEHUU «NEemIeblXy
ouypemuxoe nayuenmam ¢ 3acmounou CH. Ilenecoobpasno couemanue «nemiesvixy
OuypemuKkos (pypocemuo **, mopacemuo) c aHmazoHucmamu anbO0oCmepoHa
(cnupononakmon™*,  onnepenon), npu  BLIPANCEHHOM ~ 3acmoe — ¢ UHSUOUMOpamu
Kapboarneuopazvl (ayemozoramud**) [16, 159, 163]. V nayuenmos, nonyuarowum mepanuio
ouypemukamu, ciedyem peyisapHO OCYWeCmesimb UMepeHue Maccbl mena u onpeoeneHue
00veMa Mouu, ucciedo8aHue apmepuairbHo20 0asileHus, UCCIe080blanue YPOBHI KPeamUuHUHA 8
KpO8U, UCCIe008aHUe YPOBHS HAMPUs 8 KpPOSU, UCCIe008aHUe YPOBHA Kaius 68 Kposu,
ucciredosanue ypogHs X10puoos 6 Kposu. B ycnosusx evipasicennoii cucmemnou eunomoruu u
amacapku yenecoobpasHo eeedenue @ypocemuda™** eHympueeHHo KaneibHO NOO KOHMpPOiem
apmepuanbHo20 0asleHUs], YeHMPAlIbHO20 BeHO3HO20 0dGleHUs U Noyacosoeo ouypesa. Ilpu
HaIuyuyu NOKA3AHUN MOJcem 00CyHcOamuvcs HA3HAYEHUe 8dA30Npeccopo8 Noo KOHMpPOleM

2eMOOUHAMUKU 8 YCiosusix peanumayuonRHo2co omoeJieHus.

Oxcurenorepanus

Pexomenmyercs mpoBOAUTH OKcUreHOTepanuio mnarueHtaMm ¢ JIAIT mpu CTOWKOM CHIDKEHUH
naplUuaJIbHOrO JaBJeHUs Kuciaopoaa B KpoBu MeHee 8 klla (menee 60 MM pT. cT.) uiau npu
HACBIIIEHUH KPOBU KUCIOPOJIoM < 92% B 1oKkoe MpH JbIXaHUH aTMOC(HEPHBIM BO3yX0oM [6, 12,
47, 125].

EOK IC (YYP CA, YA/ 5)

KommenTtapuii. Oxcuecenomepanusi cnocoocmeyem cuuxcenuro JICC, ysenuuenuro CHU u
VAYYULEHUIO NepeHOCUMOCIU usuyecKux Hazpy3oK y nayuenmos JIAL, oonaxo docmosephvie
OaHHble 0 NOJIOHCUMENbHOM GIUAHUU HA MeyeHue 3a00aesanus omcymemeyiom. bonvuuncmeo
nayuenmos JIAI npu omcymcemeuu omxpulmozo 08aibHO20 OKHA, 3a uckitouenuem ciyuaes BIIC
U J1e20YHO-CUCMEMHBIX ULYHMO8, UMEIOM J1e2KYI0 CMeneHb apmepudibHOU SUNOKCeMUU 8 NoKoe.
YV nayuenmoe c cunopomom Diizenmenzepa OnumenvHas OKCU2eHOMepanus He 6lusem Ha

ecmecmeennoe meyvenue JIAI. T'unokcemus modcem Ovimb 00yCl08IEHA CONYMCMEYIOUel
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namonoauetl JiecKux, JedeHue KOmopol 8 COYemaHuu ¢ OKcuceHomepanueu O1a2onpusmuo
enusem Ha meuenue U NepeHoCUMocms usuieckux Hazpysox y nayuenmos JIAI. Haznauenue
OKCUEHOMEPANUU MONCEM PACCMAMPUBAMLCS O YIVUUEHUS CUMIIMOMAMUKU U YMEHbULeHUs
Odecamypayuu npu ¢uzuuecxou naepyske [6, 12, 159]. Houuyro okcuecenomepanuio ciedyem

npogooums nayuenmam ¢ oecamypayuetl 6o epems cha < 90% [125].

Cepaeynble IITHKO3UABI U Ipyrue cepAaedHo-cocyaucTbie npenapatsl (ATX npenapatsl

AJIs1 JIedeHus 3a00/1eBaHuil cepana)

Pexomenayercst Ha3HayeHue qurokcuHa™* mauuentam c JII' 1 KOHTPOIIS 4aCTOTHI CEPACUHBIX
CoKparieHui npu Gudbprmsauu npeacepauii [6, 15, 16, 159].

EOKIB (YYP C, Y/ 5)

KommenTtapuii. Dppexmusnocme oucoxcuna** y 6Gonvuvix JIAI noxazana 6 omxpulmvix
HEepaHOOMU3UPOBAHHBIX UcCe0osanusx. E2o nasnauenue nossonsem 3ameonums iHcenyo0ouKosslil
pumm y nayueumos JIAI' ¢ maxucucmonuuecxou gpopmoti pubpuniiayuu npeocepouti [12, 49].
He pexomennyercs HazHauate HHTHOUTOPH! AIID, aHTaroHUCTH perentopoB anruoreHsuHa Il,
BaJicapTaH+CcaKyOnTpHII, MHTHOUTOPHI HATPUH3aBUCHMOT0O TIEPEHOCUNKA TIIFOKO3bI 2 THUTIa, OeTa-
aZpeHo0I0KaTOphl, UBaOpamguu™* s neuenus manueHTos JIAL [6, 12, 16, 49].

EOK IIIC (YYP C, Y1 5)

Kommenrapuii. B nacmoawee epems omcymcmsylom yoeoumeinbHble OAHHblE O NOAb3e U
bezonacnocmu @vlulenepeducieHHblx Kuaccoe npenapamos y nayuenmos c JIAI. Haznauenue
paccmampusaemcst 8 COOMeemcmeul ¢ NOKA3aHUAMU NPU HATUYUU CORYMCMEYIouieti namoio2uu

¢ yuemom 603modxcno2o cuudicenus CB ecneocmeue cunomonuu u 6paouxapouu.

AHemus M Kesie301eUIUTHOE COCTOSTHHE
PexoMeHnayeTcsi mpoBOIUTH KOPPEKIHIO AedUIUTA )Kelle3a U JIeUeHUe aHeMuu y narueHTos ¢ JII
JUTst PO UITAaKTUKY TTporpeccupoBanust 3aboneBanus [6, 12, 15].
EOKIC (YYP C, YA 5)
[Ipr OTCYTCTBMM aHEMUW PEKOMEHJIOBAHO PAcCMOTPETh KOPPEKIHI0 jJeduimra xeieza y
nanuenToB JIAT [12].
EOK ITIaC (YYP C, YA 5)
KommenTapuii. V nayuenmoe ¢ JIAI' depuyum oiceneza accoyuupyemcs ¢ HapyuieHuem
dyHKYyUU  MUOKAPOA, NOBLIULEHHBIM DPUCKOM KIUHUYECKO20 YXYOUleHUs U CMepmHOCU
Hezasucumo om msaxcecmu anemuu [12, 15]. Hedhuyum sceneza ycmanasnusaemes npu ypogHe

cvieopomourozo geppumuna <100 mxe/n unu 100-299 mxe/n npu HacvlyeHuu mpaucgeppura
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<20%. Xeneszooegpuyumnvle cocmosanus eviasiaomca y 43% nayuenmos c¢ HIIAI, 46%
nayueHmos ¢

JIATL', accoyuuposannoii ¢ CC/, y 56% nayuenmog c cunopomom Juzeumenzepa [12, 165]. V
ecex nayuenmos JIAI pekomendyemcs npogooums pe2yiapHulil MOHUMOPUHE COCMOSHUSA Jcelle3d
(uccnedosaHnue ypoeHs dcenesa cbleOPOMKU KPOBU, UCCIe008aHUe YPOBHS (heppumuta 8 Kpoau,
uccneoosanue Hacvlujenus mpaucgeppuna sxcenesom). PKU no cpasnenuro sgpgexmuenocmu
NepopanbHLIX U 6HYMPUBEHHBIX (hOpM npenapamos dcenesa y nayuenmos ¢ JIAI omcymemeyrom.
Ippexmusnocmov npenapamos, cooepacawux xnenesa (ATX BO3A) mooxcem 6vimob cHudcena y
nayuenmos c JIAI' [166, 167].

Jns  mpoduIakTUKA KIMHUYECKOro yXynamieHus y mauueHtoB ¢ JIAIT mpu pasButum
GUOpHILIISIIAY TIPEeNICEPAMiA CIIEAYET PACCMOTPETh CTPATErHI0 KOHTPOJIS PUTMA C NMPOBEICHHEM
HapYXHOU S3JIEKTPUUYECKON KapauoBepcuu (nehuOpuUsIIMs) U MOCIEeIyIONNM HazHAYeHUEM
amuomapona** [12, 15].

PKO IIaC (YYP C, Y 5)

Kommenrtapuii. ¥V nayuenmos c¢ JIAI' npeobnadaiom naodxiceny0ouxkosvie maxuapummuu u
Gubpunnayusa npeocepouii [6]. Pazsumue pudbpunnayuu/mpenemanusn npedcepouti npusooum K
KAUHUYECKOMY  YXYOUleHUio, paszeumuro u Oekomnencayuu npagooicenyoouxosoi CH,
accoyuupo8ano ¢ yeenudenuem pucka cmepmuocmu. Boccmanosenenue cunycogozo pumma
cnocobcmeyem  YIyyuleHur0 KIUHU4ecKko2o CoCmosHus, cHudxcenutro ypogus NT-proBNP u
yayuuenuio gvidcusaemocmu nayuenmos ¢ JIAI' [12]. Memoowvl 6éoccmarnosieHus cuHyco8o2o
pUmMa 3asucsam om xapakmepa HapyuleHutl pumma u KIUHU4ecko20 coCmosiHus 601bHo2o0. Y
nayuenmos ¢  mpenemauuem — npeocepouil  ciedyem — pacCMOmMpemv  GblNOIHeHUe
paououacmomHou  abaayuu  ApUMMOLEHHLIX 30H  KABOMPUKYCRUOAIbHO20 UCMMYCA  UIU
MoOupuKkayuy ampuoseHMpUKyIApHO20 COeOUHeHUs NPU NAPOKCUBMATbHOL peyunpokHot AB-
y310601U maxuxapouu. Y nayuenmosg c guopuinayuei npeocepouti npu JII' paouovacmomnas
abnayusi 1e204HbIX 6eH He evinoansemcs. llpu necmabunrvHol 2eMoOuUHaAMuKe Nnpoeoosamcs
ceepxuacmas CMUMYIAYUs, ISAeKmpudeckas u MeouKxamenmosHas Kapouosepcus. Ilocne
VCHEeWHOU paouo4acmomuol abnayuy apummozennslx 301 NAYUEHMbL 0ObIYHO He HYHCOAIOMCS 8
AHMUAPUMMUYECKOU mepanuu, npu 6vloope Opy2ux Memooo8 B0CCMAHOBIEHUS CUHYCOBO20
pumma HasHavaemcs amuooapon™* [1591.a.i.159, 168]. [Ipu neeo3moxcnocmu 60cCmano8ieHus

CUHYCOB020 pumma NPUMEHAENICA PUMIM-YPedNCAIowasl mepanusl.
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3.2.2. Cnenuduyeckasi Tepanus

Cospemennas JIAT -cnenududaeckast tepanust BirodaeT bKK mist neyenus narmentos UJIAT,
HIJIAT, JIAT' BcnmeacTBue mpHeMa JIEKapCTBEHHBIX IPEMAapaToOB/TOKCHHOB NpPU HAIHYUH
HOJIOKHUTEIBHOI0 Ba30PEaKTUBHOI'O TECTA; IPH OTPULIATEILHOM TECTE Ha BA30PEaKTUBHOCTb UIIH
y mnauueHtoB ¢ Japyrumu  ¢gopmamu JIAIT mpuMeEHSIOTCS MSITh KJIaccOB JIEKAPCTBEHHBIX
IpenapaToB MaTOTC€HETHYECKOTo NEHCTBUS, O0Ka3zaBIIMX 3()(eKTHBHOCTE U 0€30MacHOCTh —
ADP, wunaruburopsr ¢ocponusdcrepassl 5 tuna (MDOAD-5) crumymnsaropsr pl'Ll, anamorn
npocranukiarnHa ([1L]) (mpocranounsl) (ATX, AHTHAarperantbl KpoMe TelapuHa) aroOHUCTHI

peuentopos III1 ( [12, 15, 16].

3.2.2.1. BiokaTopsl KajlblMeBbIX KAHATOB
Pekomenayercs HazHaueHHe  OJIOKATOPOB  KaJbI[MEBBIX  KAaHAIOB —  IPOU3BOIHBIX
JUruponupuanHa win #nuntuazema 240-360 Mr B CyTKH IS JIEUEHUS [AllUEHTOB
uauonatuuecko, HacnenctseHHon JIAL, JIAI' npu npueme JiekapCTBEHHBIX IMpenapaToB Ipu
HaJIMYMHU MMOJI0KUTEIHLHOIO Ba30peakTUBHOrO TecTa [6, 12, 15, 16].
EOKIC (YYPC, YA 5)
KommenTtapuii. Tepanus BKK npodemoncmpuposanra 3¢ppexmusnocms 6 HebOIbUIOU
nooepynne nayuenmos c¢ JIAI' — HIIAL, HJIAI' u JIAI', accoyuuposanmnoii ¢ npuemom
JIEKAPCMBEHHBIX NPenapamos, UMEerUWUx NOJONCUMENbHLIL B8A30PeaKMUBHbIN mecm npu
omcymcmeuu aenrenuti npagogcenyoouxkosou CH [120]. Bvibop BKK 3aeucum om ucxoouou
YaACMomoel CepPOeUHbIX COKPAWEHUU: NpU CKIOHHOCMU K CUHYCOBOU MAaXuKapouu cieodyem
HazHauamo Hounmuazem 240-360 me, npu HOpMANLHOU Yacmome CepOeyHblX COKPAWEHUN —
#amnoounun  10-15 me unu #uugpeounun 120-240 me [16]. Tepanuro BKK nauunarom c
MUHUMATBHOU O03UPOBKU C NOCMENeHHbIM MUMPOBAHUeM 003bl 00 MAKCUMAIbHOU NOO
KOHmMpoaem apmepuaivrhoco oasienus u nepeHocumocmu (Taon. 12. Ipunoyxcenue A3). [lpu
HEeB8O3MOINCHOCMU HA3HAYeHUs 8blcokux 003bl BKK cnedyem paccmompems nHezameonumenbHoe
npucoedunenue opyeux JIAI-cneyughuueckux npenapamos [16].
He pexomeHnayercs Ha3HauaTh Tepamnuio BepanmamumioM™®* pamuentam c¢ JIAIT B cBs3u ¢
OTpHLIATENIbHBIM HHOTPOMIHBIM 3¢ dextom [6, 15, 16, 47].
EOK IIIC (YYP C, YA 5)
He pexoMenyercs Ha3HaYaTh OJOKATOPHI KAITBIIMEBHIX KAHAJTIOB IMAMEHTaM C UINOTaTHIECKOMH,
HacinenctseHHon JIAD, JIAI' nmpu mpueme JieKapCTBEHHBIX IPENapaToB MPU OTPULIATEIBHOM
Ba30pEaKTUBHOM TECTE WJIM HEBO3MOXKHOCTHU €ro npoBeAeHus [6, 15, 16].

EOK ITIC (YYP C, Y] 5)
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He pekoMeHayercs Ha3HaueHHE OJIOKATOPOB KaIbIIMEBBIX KaHAIOB ISl JICUCHHS MAIlUEHTOB C
acconuupoBanHbiMU (opmamu JIAI' mpu OTCYTCTBMM NOKa3aHMUN K Ha3HAYCHHIO 3TOrO Kiacca
npemnapatos [12, 15,16].

EOK IIIC (YYP C, YA 5)

PexoMenyercst mpoJOHKUTh Tepanuio 0J0KaTOpaMH KallblIMEBBIX KAHAJIOB B BBICOKUX J1033X Y
nanuentos MJIAT, HJIATL, JIAI' npu npueme jeKapCTBEHHBIX IPENnapaToB IpU AOCTHKEHUU
OJIM3KUX K HOpMaJIbHBIM 3HaueHuM nokazareneit remoauHamMuku (cpdJIA <30 mm pt. Ct. u JICC
<4 en. Byna) no nanaeiMm UBKC u I-1I ®K (BO3) [12].

EOKIC (YYP C, YA 5)

Y [NanuMeHTOB ¢ IIOJIOKUTENIBHBIM Ba30PEAKTUBHBIM TecToM, mnoaydaromux bKK npu
HEJOCTI)KCHUN ONM3KUX K HOPMaJbHBIM 3HaUCHUH Mokazarteneid remonuHamuku (cplJIA <30
MM pT. cT. U JICC <4 en. Byna) no nanueim UBKC, coxpanenuu III-IV ®K (BO3) caenyer
paccMmoTpeTh Borpoc o npopomkenun jedenus BKK coBmectHo ¢ ADP, ctumynsaropom pI'Ll,
N®JID-5, npocTaHouaamMu, aroHUCTOM perentopoB npocrauukinHa (ATX AHTHarperanThl
kpome remapuna) (APIT) [12,15,16]

EOK IIaC (YYP C, YA 5)

KommenTapuii. Yepez 3—4 mecaya nocne navana mepanuu bKK nayuenmul ¢ nonoscumenbHvim
BA30PEAKMUBHbLIM ~ MECMOM — OO0JNCHbL  OOCMUSHYMb  GblULEYKA3AHHBIX — Nokazameiel
eemoounamuku no oawHvim YBKC npu [-II ©K (BO3) [12]. Ilayuenmor ¢ 00120CpOyHOL
agpgpexmusnocmoio BKK ecmpeuaromces kpaiine pedko u mpedyiom muamenbHo2o Habao0enus
OJIsl CB0E8PEMEHHOU ICKANAYUU mepanuu 3a ciem Nnpucoeourenuss opyeux npenapamos JIAI -

cneyuguueckou mepanuu [16].

3.2.2.2. AHTarOHHMCTHI IHAOTEJINHOBBIX PeLENTOPOB
OuporenuH-1  (OT-1) — mentua  HSHAOTENMATIBHOIO  MPOUCXOXKIEHHS,  BbI3BIBAIOLIHNA
BA30KOHCTPUKIMIO M NPOJU(Epaluio TIaJKOMBIIIEYHbIX KIETOK COCYJIUCTOH CTEHKH,
aKTHBAlLIMIO CHUHTE3a OEJIKOB BHEKJIETOYHOrO0 MaTpukca (ubOpobiiacTaMu NpU CBS3bIBAHUHU C
peuentopamu THna A (OTA) [169]. BosneiictBue OT-1 nHa peuentopel tuma B (OTB)
OHAOTENINAIBHBIX KJIETOK 3@ CUET YCWJIEHUS KJIHMPEHCA B JIETKUX U IOCPEACTBOM YBEIMYEHUS
npoaykuun NO u III] crumynupyer Basogwnaranuio. B HacTosinee BpeMs JOKa3aHO, 4TO
knuHu4eckass 3¢dexktuBHOCTE ADP mnpu cenextuBHOM Onokane OTA-peunentopoB wiu
HECEJIEKTUBHON OJIOKaZie pPEelenTopoB OOOMX THUIOB SIBISETCS COMOCTaBHUMOM, a pa3iuyus
onpeaensoTcs (HapMaKOKMHETHYECKHMMH OCOOEHHOCTSAMHU TpemaparoB [6, 15, 16, 170]. B

Poccuiickoit @enepaunn ans nedenus: JIAIT onoOpenst Tpu ADP: ceneKTHBHBIM aHTaroHUCT
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OTA-penentopoB amOpu3eHTan**, HecenekTuBHbIE ADP 603eHTan™* m ManuTeHTan ** (Tabnuma
A3.1 (ITpunoxenue A3) [15]. Pexomengyercss exeMecsuyHOE ONpeEACNICHUE aKTUBHOCTH
acrmapTaraMHHOTpaHcdepa3bl W alaHWHAMHHOTpaHcdepassl B KpoBH Ha (OHE mpHeMa
AQHTarOHUCTOB SHOTEIMHOBLIX perenTopoB (ATX AHTHUTrUNIEpTEH3UBHBIE CPEICTBA JIJIS JICUCHUS
JIETOYHOM apTepuabHOM runepTeHsun) [6, 15, 16, 169].

PKO IB (YYP C, Y] 5)

PexoMennyercs uccienoBanue ypoBHs oOIIero reMoriioOnHa B KpoBH y marueHtoB ¢ JIATL,
nonydaromux ADP [6, 170].

PKOIB (YYP B, Y111 2)

Kommenrapuii. /[o nHauana neuenuss u 6 xo0e OUHAMUYECKO20 HAONIOOEHUs PEeKOMeHOYemcs
edlcemecsunoe onpeoenenue aKmueHoCmu acnapmamamuHompaucgepazol u
ANAHUHAMUHOMPAHCepazvl 8 KpoU C Y4emom pUcKa 2enamomoKCUdHOCmu u oouje2o
(KIUHUYeCK020) aHANU3a KPOBU 8 CA3U C 8ePOSAMHOCTIbIO CHUINCEHUS. YPOBHSL 2eMO2TI0OUHA.
Pexomengyercs afgexkBaTHasi KOHTpalenius y Bcex marueHTok ¢ JIAT, nonyuatomux ASP [6, 12,
15, 16].

PKOIB (YYP C, Y/ 5)

KommenTapuii. ADP obradaiom mepamocenuvim Oelicmeuem u npomueonoKasaHvl 60 8pems
bepemennocmu [6, 15]. Ilpu nasnawenuu 6ozenmana™* neobxo0umo npumeHnenue OBOUHOU
KOHmMpayenyuu 8 C8A3U C MeNCIeKaAPCMEEeHHbIM — 83aumooeticmeuem npenapama ¢

2OPMOHANbHBIMU KOHMPAYenmueamu cucmemHozo oevicmeus [12, 16].

AMOpu3eHTaH** — HeCcyIb(OHAMUTHBIA CeNeKTUBHBIA aHTaroHucT DTA -perenTopoB B JIByX
mianebo-kouTpoaupyemsix PKM ARIES-1 u ARIES-2 nokasan 3¢ ¢ekTuBHOCTh y NAl[MEHTOB
JIAT' B OTHOLIECHMM CHUMITOMOB, YJIYyYIIEHUS TMEPEHOCUMOCTH (PU3MUYECKONW Harpy3ku H
IapaMeTpoB F'eMOJIMHAMUKH, YBEJIMYEHUsI BpPEMEHU 10 KIIMHUYeCKoro yxyamenus [49, 170]. B
PKU mnonreepxkneHa s¢dextuBHOCTh mnpenapara y mnanumeHtoB c¢ WJIAL, HIIAT, JIAT,
accounnpoBanHoit ¢ Ct3CT, nmetomux [I-1II ®K (BO3). [Ipu HazHaueHun amOpuszeHTaHa™* B
cyrouHo# 703e 5 u 10 Mr orMedanoch yBETHMYEHHE YaCTOThl MepU(epHuecKux OTEKOB IPH
HU3KOW BEPOATHOCTH TMOBBILIEHUS YPOBHsI TeueHOUHBIX TpancamuHas (0,8-3%) [12, 169, 170].
PekomennoBaHo Ha3zHaueHue amOpu3eHTaHa** mamuentam JIAIT  jgng  ynydmieHus
MEPEHOCUMOCTH (U3NYECKOW HArpy3kd M 3aMelUIeHHs] MPOrpPEeCCUPOBAHUSA KIMHHUYECKHX
cuMnTOMOB [6, 15, 16].

EOK IA (YYP C, YA 5) nnsa nauuentos II-111 ®K

EOK IIbC (YYP C, YA 5) nas nauuenton IV @K
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Bo3enran** — necenektuBHblii ADP, GnoKupylomuid penentopsl 3HA0TENNHA TUIIOB A U B,
J0Ka3an yJydlleHHe MepeHocuMocTH ¢usnueckoir Harpysku, PK (BO3), mnoxazareneit
reMOJIMHAMHUKH M YBEITMYCHHE BPEMEHH J10 KIIMHUYECKoro yxyamenus B mectd PKU (Study-351,
BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y nauuentroB ¢ WUJIAT,
JIAT-C13CT, cunapomom Diizenmenrepa [6, 16, 171]. bozeHTtan** y B3pocibIx Ha3HAYaeTCs B
no3e 62,5 Mr ABa pa3a B CyTKH C IOCJIETYIOLIUM yBEIMYEHHEM 0361 10 125 Mr 1Ba pas3a B JieHb
yepe3 4 Hemenu mociae KOHTPOJsl J1a00OpaTOpHBIX TecTOB. J{0303aBUCHMMOE MOBBILICHHE
AKTUBHOCTH IEYEHOYHBIX TpaHCcaMUHa3 MoxkeT Habmomathes y 10% manuenTtoB (oOpaTumoe
10CJI€ CHUIKECHHUS JT03bl WM MPEKPAIICHUS JICYCHHS ), YTO TpeOyeT THIATEeIbHOTO €KEMECTIHOTO
KOHTPOJISI TIEUYCHOYHBIX TECTOB - OIpPENEICHHE AKTUBHOCTH aclapTaTaMHHOTpaHC(epasbl H
almaHuHaMUHOTpaHcdepassl B kpoBu [172]. B kadecTtBe Hauboiiee BEpOSTHOIO MEXaHU3MA
MOBBILICHHUS. YPOBHS MEUEHOYHBIX (DEPMEHTOB pacCMAaTPUBAIOT WHTHMOMPOBAHHE TPAHCIIOPTA
XKeuHBIX couield [174]. Ha ¢oHe mprema 603eHTaHa™** MOKET CHIXKATHCS YPOBEHb I'eMOTII00MHA,
pa3BUBAIOTCS MEPUPEPUIECKUE OTEKH.

CrnenyeT yuuThIBaTh IIMPOKHM CHEKTP MEXKJIEKapCTBEHHBIX B3aUMOJEHCTBUI Oo03eHTaHa™™ ¢
npernapaTamM, KOTOpbIe METabONM3UPYIOTCS B TMEUEHU C yYaCTHEM CHCTEMbI LIUTOXPOMOB
CYP3A4 u CYP2C9. Ha pone nmpuema 603eHTaHa™* cHMxaeTcst 3pHEeKTHBHOCTh TOPMOHAIBHBIX
KOHTPAIIEITUBOB CHCTEMHOTO JCHCTBHSI, YTO TpeOyeT NPUMEHEHHUS JBOHHBIX METOJOB
KOHTparnemniuu, u BaphapuHa**. CoBMEeCTHOE HCIOJIb30BaHUE OO3eHTaHa™* W cuineHadwuia
MPUBOJIUT K CHI)KCHHUIO KOHIIGHTpaluu mocienHero Ha 50% c yBemu4eHHeM KOHIIEHTPAlUu
6o03enTana** Ha 50%, 4TO yBEIMUMBAET PUCK IrenaToToKCuIHOCTH [172].

Pexomenayercss HasHauenwe Oo3eHtana™* manumentam ¢ WJIAL, JIAT' na ¢one Ct3CT,
CUHAPOMOM Di3eHMeHTepa ISl yIyUIIeHHsI IEPEHOCUMOCTH (PU3MUECKUX HArPy30K U CHIKEHUS
4acTOTBI TOCIUTAIN3ALMN 110 npuunHe yxyawmenus JIAI [6, 15, 16].

EOK IA (YYP C, Y/ 5) nasa nanuentos 1I-111 ®K

EOK IIbC (YYP C, Y/ 5) nasa nanueatoB IV ®K

PexomeHyeTcst MCTIONIBb30BaTh JABOMHOM METOJ KOHTpaleniuu Ha (oHe mpueMa 0o3eHTaHa™*
JUI peaynpexaenus oepementoctu [12, 15].

PKO IC (YYP C, YA S5)

MaunuTtentan** — HecenekTuBHBIH ADP ¢ BBICOKOM TKaHEBOW CHEIM(PUUHOCTHIO CITOCOOCTBYET
VIYYIIEHUIO TIEPEHOCUMOCTH (DU3MUECKUX HAarpy30K H CHIDKaeT PHUCK 3a0oJeBaeMoOCTH/

cmeptHOCTH nanueHToB JIAL npu oneHke KOMOWHHPOBAHHON KOHEYHOM TOYKH, BKJIHOYAIOIIEH
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BpeMsl 710 HACTYIUICHHUS MEPBOTo coObITHs mporpeccupoBanus JIAI (kinHUYeCKOe yXYIIIEHHE,
aTPUOCENTOCTOMHUSI, TPAHCIUIAHTALUS JIETKUX, MOTPEOHOCTh B HA3HAYCHUU NApPEHTEPATbHBIX
AQHAJIOTOB MPOCTAIMKIMHA WIH CMEPTHOCTH OT JIFOOBIX MPUYHMH 1O PE3yJbTaTaM JIUTEIHHOTO
MHOTOLICHTPOBOTO JBOMHOTO cienoro miarnedo-kontposupyemoro PKM SERAPHIN [50]. ¥V
nauueHToB JIAI' BwisiBiaeHo noctoBepHoe cHukenue JICC wm moBeimenue CH, nokazana
3G(EeKTUBHOCTh,  TEpamud  MANUTEHTAaHOM™**  HE3aBUCMMO  OT  MPEAIIECTBYIOIICH
JIAT cnieun¢uyeckoii repanuu MDD-5 unm HHTaISIMOHHBIME IPOCTAHOUIAMHU.
Marnurentan** o0jagaeT XOpPOUIUM CIIEKTPOM O€30IMaCHOCTH: YacToTa 0osiee 4eM 3-KpaTHOro
MOBBILICHHUS TPaHCAMUHA3 U pa3BUTUA NepuPEepUYECKUX OTEKOB HE pasiuyajiach B Ipymmnax
JICYCHHS, YTO YKa3bIBAE€T HA OTCYTCTBHE T'€MAaTOTOKCUYHOCTH mpenapara. [lpum HaszHaueHuu
MaIUTeHTaHa** JIOCTOBEPHO 4Yallle B CPAaBHEHUU C IUIAle00 OTMedajach aHEMWs: CHIDKCHUE
ypoBHs remorioouHa <8 r/mn Habmoganocs y 4,3% nanueHToB, MOJTy4YaBIIMX MallUTEHTaH** B
no3e cyrounor 10 mr [50]. Mamutentan™* — eauHCTBEHHBIN mpenapaT, 3$(EeKTUBHOCTh U
0€30MacHOCTh KOTOPOI'0 M3y4YeHa y MallMeHTOB C MOPTOIYJIbMOHAIbHON runeprensueit B PKU
PORTICO [127]. 3HauuMbIX MEXJICKAPCTBEHHBIX B3aWMOJICHCTBUN y MalMTeHTaHa**, B TOM
YHclie PYU COBMECTHOM Ha3HAYEHUHU C CHIIIeHA(DUIOM, HE OTMEUEHO

[6, 12, 15].

Pexomennyercs HasHaueHue MauureHTaHa** panuentam ¢ JIADLT gns  ynydiieHus
(YHKIIMOHAJIBHOTO CTaTyca U MPEeJOTBpAIlEeHUs [TporpeccupoBanus 3adoneBanus [6, 15, 16].
EOK/PKO IB (YYP C, Y/ 5) nas nanuentos II-11T ®K

EOK/PKO IIbC (YYP C, YA 5) nast nauuenton IV ®K

3.2.2.3. Uuruéuropsl ¢pocdoanidcrepasbl 5-ro Tuna

B marorenese JIAI' gokazana ponp curHanpHOoro mytd  NO-pl'Ll-nuknudeckwuii
ryanosuaMoHodocdat (ul MD): addekTsl okcuaa azora peanusyrorcs mytem aktuBanuu pl 1 u
yBenudeHus cuHTe3a il M@, peryInpyroniero peaakCcanuio riaJKoOMBIIIEYHbIX KIETOK COCY0B,
POHUIIAEMOCTh SHAOTENHS, MPOLECCH PO epalui U BOCHaTIEHHs], arperaluo TpoMOOIIUTOB
[49,125]. B cocymax userkux mnagueHToB ¢ JIAI' 3HAUMTENBHO TIOBBIIEH YPOBEHb
docdoaurcrepaspl 5-ro Tuna- ¢pepmenta, HuBenupyroimero 3¢pdexrsr 1’ MD, kak BTOPUYHOTO
Meccenpkepa NO.

Cuagenadui —nepsoiit UDJID-5, onoOpennsIit nms neyenus nanueHtos ¢ JIAL [15, 16]. B 4-x
PKU y nanuentoB c JIAI' mpemapaT NpoJeMOHCTPUPOBAN IIOJOKUTENBHOE BIUSHUE Ha
nepeHocuMocThb gusndeckux Harpy3ok, ®K (BO3), remonnnamuyeckue napamerpsi [6, 12, 173].

[Ipenapar na3znagaetrcss B g03¢ 20 Mr Tpu pasza B J€Hb. BOJBIIMHCTBO MOOOYHBIX A()PEKTOB
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cunjeHaduaa BbIpaXKEHbl B JIETKOM WM yMEPEHHOW CTENEeHH U, B OCHOBHOM, CBSI3aHBI C
BazojwuIaTanuei (rooBHas 00k, THIIEpEMUS JIUIIa, HOCOBOE KpoBoTeueHue) [173, 174]. B muane
MEXKJIEKAPCTBEHHBIX B3aMMOJEHUCTBUN CIIEIYET YyUUTHIBATh PUCK MHOTOKPAaTHOTO YBEIMYEHUS
KOHIEHTpaluu cuiiaeHaduia Ha GoHe MpuemMa BbICOKOAKTUBHOM aHTUPETPOBUPYCHON TEPAIUU.
VY manueHToB, MOJyYaloluX HHIMOUTOPHI MPOTEa3, cOO0IAIOCh O 3HAUUTEIHLHOM MOBBIIICHUN
koHUeHTpauui UPJ[3-5, yto TpedyeT Ha3HAUEHUS B HU3KHX J103aX C TIIATEIbHBIM KOHTPOJIEM
NOTEHIMAJIBHBIX MOOOYHBIX 3¢ (eKToB, BKIOYas TunotoHuto [175]. OmHako B pPyTHHHOM
MpaKTUKE U3MEHEHHUsI TO3UpOoBaHus cuiieHadwmia y nmanueHtos ¢ JIAI'-BUY, kak npaBuiio, He
TpeOyercs. CoBMeCTHOE MPUMEHEHUe cuiieHaduia, MOJICHIOMIUHA, OPraHUYeCKUX HUTPATOB U
puonuryara** mpoTuBOMOKa3aHO M3-32 PUCKA THIIOTEH3WH U CHHKOIAJIBHBIX COCTOSHUM [6, 12,
174].

PekoMenzoBaHo HazHaueHWe cuiaeHaduiaa i YIY4YIIEHUS NEPEHOCHUMOCTH (DU3MYecKuX
HaArpy30kK ¥ yHKIIMOHAIBHOTO cTaryca mauueHtoB c JIAT [6, 12, 15, 16].

EOK IA (YYP C, YA/ 5) nnis nanuentos I1-11T @K

EOK IIbC (YYP C, Y/ 5) nasa nanueaToB IV @K

Tananadua — nepopanbubiit UDJ13-5 ansg npueMa ouH pa3 B CyTKH (IIEPHO/] MOITYBbIBEICHUS
17,5 gacoB) [5]. B PKU PHIRST y 406 manuentos ¢ JIAI, mony4aBmmx Taganadur B 103axX 10
40 mr B cyTkH (53% HaxoamiIuch Ha 0a30BOM Tepanuu 003EHTAHOM), ITOKA3aHBI MTOJI0XKHUTCIILHBIC
3¢ }exThl JeueHuss Ha NTePEeHOCUMOCTh (PU3MUYECKUX HArpy30K, BHIPAXKEHHOCTh CHUMIITOMATHUKH,
MIOKa3aTeNy TEeMOAMHAMUKM C YBEJIMYEHHUEM BPEMEHU [0 KIMHUYECKOTO YXYALIECHUS
[12,16,331,335].
[Tpoduns HA comoctaBuM ¢ TakoBBIM TP MpUMEHEHNH cuiaeHaduna. OHaKO B HCCIIEIOBAHUN
SITAR y 35 mauumentroB ¢ JIAI' mokaszaHo, yTo mepeBoj ¢ cuwijleHaduiaa Ha Taaanadui
COIIPOBOKIANCS OOJNBIICH Yy/OBIETBOPEHHOCTHIO TMAIMEHTOB KAuyeCTBOM JIEYEHHSA. ITO
MO3BOJIIET paccMaTpuUBaTh TaKyl0 3aMEHy y TMalUEHTOB C BBIPAKEHHBIMU I1OOOYHBIMU
sabdexramu Ha hone mpuema cuigeHaduia [332]. PexkomengoBannas qo3a cocrasinset 20-40 mr
OJIHOKpaTHO B cyTkH [12,16]. CnenyeT Ha3HauaTh Tafanaduia B HU3KHUX J03aX C TIIATEIbHBIM
KOHTPOJIEM MOTEHIUABHBIX TOOOYHBIX 3()(hEeKTOB, BKIIFOUAs TUIIOTOHUIO

e PexomeH10BaHO Ha3HaueHUE Tajaidaduia Uil yIy4lIeHus ePeHOCUMOCTH (PU3NYECKUX

Harpy3ok u gyHkimonansHoro craryca namuentos ¢ JIAIL II-1IT ®K [12,331].

EOK IB (YYP C, YAA 5) nas nanuentos II-111 ®K
EOK IIbC (YYP C, Y/ 5) nast nauuentos IV @K
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3.2.2.4. CTUMYJATOP PACTBOPUMOM I'YaHHJIATUMKJIA3bI
Puonuryar**, nepsoiit crumyistop pl'Ll, umeeT 1BOMHON MEXaHU3M JICHCTBUS:
cencubunmsupyet pI'Ll x sugorennomy NO nyTem cTaOUIu3alg UX CBSI3U, a TAK)KE HAMIPSAMYIO
CTUMYJIUPYET (PEpPMEHT uepe3 APYroi y4acTok cBs3H, HezaBucumo oT NO [176]. B otnuune ot
NDJID-5, koTopsie npeaynpexaaroT aerpaganuio ul'M®, crumynstopsl pl'l] noBsimarmT ero
MPOAYKIHIO B YCIOBHUSIX HAPYUIEHUM OKHCIMTEIbHO-BOCCTaHOBUTENbHOTO craryca pl'l] [174,
177, 178]. B 12-HepenpHOM ABOWHOM cienoM Ianedo-konTposnupyeMom PKU PATENT-1
poJieMOHCTpHrpoBaHa 3G PeKTUBHOCTH puonmryara*™* y marmuenton ¢ JIATI (n=443) (44% u 6%
Ha ¢one Teparmnu ADP wim ananoramu [11] cooTBeTCTBEHHO) MPU HA3HAYECHHUH B J103€ 10 2,5 MT
3 pa3a B J€Hb C YJIyudlIEHHEM KIMHUYECKOW CHMIITOMATHUKH, MEPEHOCUMOCTU (DHU3MUECKHUX
Harpy3ok, remoaunHamudeckux napamerpoB, @K (BO3), yBenuueHueM BpEeMEHHU 110 Pa3BUTHUS
KkiuHu4eckoro yxyamenus [177]. Ilo naHHBIM OTKPBITOTO JIBYXJIETHETO MCCIIEA0BaHUS
PATENT-2 nByxJneTHss BbDKUBAaeMOCTh nanueHToB ¢ JIAI Ha ¢one Tepanuu puonuryarom™**
coctaBuiia 93%, npu 3ToM y 79% nanueHToB He Ha0II01a10Ch KIMHUYECKOro yxXyaieHus. 83%
MAIMEHTOB Yepe3 /IBa To/1a MPOJI0JDKAIN PUEM puoruryata** B kauectse Mmonotepanuu [178].
Puoruryat** o0Omagaer XOpoOIIMM CIEKTPOM O€30MacHOCTH, NMPOdUiIh MOOOYHBIX 3P (HEKTOB
puonMryara aHaioruueH rakopomy y UdJ19-5 [49].
Tutpanus puonuryata** ¢ 103l 1 Mr Tpu pasa B IeHb OCYIIECTBIISETCS KaX/IbIe JIB€ HEJeNU Ha
0,5 mr 3 paza B JIeHb 110J] KOHTPOJIEM MIEPEHOCUMOCTHU M YPOBHS CUCTOJIMYECKOTO apTepUATBHOTO
JIaBJIeHUsI (B MOJIOKEHUH CUJISL B IOKOE=>95 MM PT. CT.) 10 MAKCUMaJIbHOM CyTOYHOM J103bI 7,5 M.
Cnenyer uHGOpMUPOBAaTH MAIMEHTOB O HEOOXOJAMMOCTH OTKa3a OT KypeHUs C YYeTOM
CYLIECTBEHHOI'O CHWXXEHUs KOHLEHTpalnus puounuryata** B kpoBu [177]. Puonmryar**
IPOTHBOIOKA3aH MpU OEPEeMEHHOCTH, TOCKOJIbKY 00J1ajaeT TepaToreHHbIM apdextoM [15, 16].
PekoMeH70BaHO Ha3Haue€HHWE pHOLUTyaTa*™ ais yJaydlleHHs] MEepeHOCHMOCTH (PU3MYECKHUX
Harpys3ok, yiyumenus @K (BO3) u npenorspamienus nporpeccuposanus JIAT [6, 15, 16, 177].
EOK IB (YYP B, Y/ 2) nas nauuentos II-111 ®K
EOK IIbC (YYP C, YA 5) nast nauuentos IV @K
He pexomennyetcst komOuHanus puonuryara®™* u UdJIDI-5 uz-3a pucka pa3BUTHS CUCTEMHOU
TUTIOTOHUU U JIPYTUX MOOOUHBIX 3 dekToB [6, 15, 16, 174,335].

EOK IIIB (YVYP C, VI 5)

3.2.2.5. A”anorn mnpocranukauHa (mpocraHouabl) (ATX AHTHArperantbl Kpome
rernapuHa)

OnHO#l M3 MaTopU3MOIOTUYECKHX MHUIICHEH Ui JIeKapcTBEHHOro Bo3jaeucTBus mpu JIAT

SABJIACTCA HAPYHICHUC CHHTE3a HH — MOIOHOI'o BaszoauJIaTatopa € MLOUTOINPOTCKTOPHBIM,
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aHTUTIPOJIM(pepaTUBHBIM, TPOTUBOBOCIIAIUTEIBHBIM U Ae3arperanTHbIM 3¢ dexktom [179]. Ero
JercTBue ocymiecTBisieTcss yepe3 aktuBanuio peuentopoB I (IP) 3a cuer yBenuuenus
HNPOAYKIUH UKIMYECKOTO aJeHO3MHMOHO(ochaTa. B KIMHNUECKOH NpaKkTUKe sl KOPPEKIHU
nedunuta [T mpuMeHsIOTCS €ro CHHTETUYECKHE aHAIOTH — IPOCTAHOU/IBL.

HNaonpocr — enuHCTBeHHBIM cTaOwibHbBIA  aHamor [II[ B  a’poszonmbHON  dopme,
3aperucTpupoBaHHblil B Poccuiickoit @enepanuu, npumensercst 6—9 paz B CyTKH € IIOMOIBIO
mesh HeOynaiizepa B J103€, SKBHBAJICHTHOM  COACPKAHHIO 2,5—5 MKT Tperapara Ha YPOBHE
anbBeosl. D(PPEeKTUBHOCTh MHTAISIIMOHHOTO HJIONMPOCTa oleHuBasiack B 12-HenensHoM PKU
AIR-1 y panee He mosjydaBmIUX JiedeHUs ManueHToB ¢ JIAI m HeomepabenbHBIMH (GopMaMu
XTOJT TI-IV ®K (NYHA) [180]. Ha ¢oHne Tepanuu UIOMPOCTOM OTMEYAIOCHh JIOCTOBEPHOE
yIIyqIlIeHUE TOJICPAHTHOCTH K (prsmueckoit Harpyske, @K (BO3), mokaszareneit reMoquHAMUKY 1
KIIMHUYECKUX COOBITUI MpH MpHUeMe WUIIONPOCTa MO CPaBHEHUIO ¢ rpymmoi rane6o. OnHako
JUIUTETIbHAsT MOHOTEpanusi WJIOMPOCTOM HE MPHUBOJAWIA K YIYUYIIEHHIO BBDKMBAEMOCTH U
3a0oneBaemoctn  [181].  IlpenmoutuTenbHO  NMPUMEHEHME  WJIONPOCTa B COCTaBE
koMOuHupoBanHoit JIAT -crieruduueckoii Tepanuu [ 15].

HaunbGonee yacteie mobouyHbie 3¢dekTsl mionpocta (TojoBHas 00JIb, THUIEPEMHUS JIMIA, C
CUCTEeMHOM Ba3oAMJIaTallMell WM HECEeNeKTUBHBIM Bo3jaelcTBueM Ha peuentopsl [11[ (OGomnb B
yentoctu, auapes) [180,182]. Ha ¢one nmpuema umonpocra MOXKET MOSIBUTHCS Kallleslb 3a CUET
NOBBILICHUS] PEAKTUBHOCTU BEPXHUX JbIXaTENbHBIX NyTeH, OCOOEHHO Yy MAalMEHTOB C
OpOHXOOOCTPYKTUBHBIM CHHIPOMOM. HMiompoct o65nagaer BbIpaKEHHBIM J€3arperaHTHBIM
3 PEeKTOM, MOATOMY €ro MPUMEHEHHE y MAIlMEHTOB ¢ KPOBOTEUEHHUEM NPOTHUBOMOKA3aHO.
PexoMennyercs HazHau€HHE WIONPOCTA B MHTAISILIMOHHOW (opMe ajsl JieYeHHs NaleHTOB
NJIAT, nacnencrennoit JIATL', JIAI Bcinencrsue CTt3CT, JIAT Ha ¢oHe nprema 1eKapCTBEHHBIX
npenapatoB ¢ III-IV ®K (BO3) ans ynyumeHuss NnepeHOCMMOCTH (PU3MUYECKMX Harpysok,
ynyumenuss @K (BO3) u npenorspaienus nporpeccupoBanus 3abonesanus [6, 12, 15, 16].
EOK IB (YYP C, YA 5) nas nanuentoB I @K

EOK IIbC (YYP C, Y/ 5) nasa nanueaToB IV ®K

3.2.2.6. ATOHHCT penenTopoB npocranukJanHa (ATX AHTHArperanTel KpoMe renapiHa)
Cenexkcunar** — mepBblif  mepopaibHBIA  CeNeKTUBHBIM  aroHuct [P-peuentopos
HEMPOCTAaHOUIHOHN CTPYKTYpHI B kpynHoMmaciTabHoM PKU 3-it pa3sr GRIPHON, BkitouaBmiem
1156 naumenToB ¢ JIAI', nokazaHo, 4to cnenuduyeckas Tepanus, BKIOYaBIIas celekcunar*®,
OpUBOJAMIA K  YBEJIMYEHHUIO  BPEMEHM 10  HACTYIUICHHS  NEPBOIO  COOBITHS

3aboneBaemoctr/cMepTHOCTH Ha 40% [183]. DddexTuBHOCTE cenekcumnara** mokazaHa B
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otnomenun WIIAT, HIIAT, JIAT'-C3CT, JIAI, accouMuMpoBaHHOW C KOMIIEHCHUPOBAHHBIM
npocteiM BIIC npu Haznauennn B komOuHamu ¢ UDJ[3-5 u/unu ADP wnu B BUe MOHOTEpAITUN
HE3aBUCUMO OT BO3pacTa MauueHtoB u stuosioruu JIAIL [12].

Tepanus cenekcunarom™* Haumnaercs ¢ 10361 200 MKr aBa paza B JCHb C €XKEHEACIBHOU
TUTpALMEN pa3oBoil 703kl HA 200 MKT 10 MakcUMalibHO TepeHocumoit 7o3el 1600 MkT 2 paza. B
PKU GRIPHON 42,9% namuenToB nosny4anu Beicokue 1036l (1200-1600 Mkr 2 paza), 31,2% —
cpeanue u 23,2% — nuskue (200-400 Mkr 2 pasza). Hanbonee yacteiMu mo604HBIMH 3 eKTamMu
ObUIM TOJIOBHAs Ooiib, Auapes, TOLIHOTa U OO0Jib B ueNOCTH. HexenarenbHbIe SIBICHUSA,
CBsI3aHHbIE C IPUEMOM cenekcunara®™*, serpedanucs B 14,3% ciydaeB no cpaBHenuto ¢ 7,1% B
rpynne miamnedo, 94To B psAe CaydacB ObUTO MPUYMHOMN MPEKpAIIeHUs NaTbHEHUINEro y4acTus B

uccaenpoBann GRIPHON (p <0,001) [12].

PexomeHnayeTcsi Ha3HayeHHE celeKkcumnara** B KauecTBe MOHOTEpAalMM U B KOMOMHAIMM C
ND/I3-5 n/mmm ADP nammentam ¢ JIAD II-1II @K mist mpexynpexaeHus] TporpecCUpOBaHHS
3aboseBanus [6, 12, 15, 16,335].

EOK IB (YYP C, YA 5) nas nanuentos II-111 ®K

EOK IIbC (YYP C, Y/ 5) nas nanuentoB IV @K

3.2.2.7. Ctpareruu cneuupuieckoi Tepanuu

3.2.2.7.1. CrapToBasi MOHOTEpanus
BKK B BBICOKMX /03aX — ONTUMAalbHBIA BBIOOp CTApTOBOW Tepamuu Jjsl MAIEHTOB
WJTIAT/HJIAT/JIAT" npu npueMe JeKapCTBEHHBIX HpPENapaToB C MOJOXHUTEIbHBIM TECTOM Ha
BazopeakTuBHOCTh (Pucynok 2, Ilpunoxenue b1, pazgen 3.2.2.1.) [6, 12, 15, 16]. BaxHnoii
3a/1a4eil ABIsETCS TIIATENbHOE IMHAMUYecKoe HaOoieHue 3a 00JIbHBIMU Yyepe3 3-4 mecsiua
LIEJIbI0 CBOEBPEMEHHONW KOPPEKLIMH TEPANMU IPU HENOCTHMIKEHHHM ONTHMAJIBHBIX PE3YJIbTaTOB
neuenust (pazzmen 3.2.2.1.). Ilpm peanuzanuu neneil jeuyeHUs B MHIUBUAYAIbHOM MOPSIKE
CJIeyeT pacCMOTPETH MOCIIEYIONTE BUSUTHI HaOMI0IeHus Kaxk ibie 3-12 mecsiies [16].
C yuerom cnektpa onao0penHsix JIAIl'-cneunduueckux mpemnapatoB U ocoOeHHOCTEN
JeKapCTBEHHOT0 olecrieueHust B peruoHax P®D mpencrapisercs 1eaecoo0pa3HbIM MPUMEHSThH
CTpaTerul0 HayaJlbHOW KOMOMHMPOBAHHOW Tepanuu y 60sbHBIX JIAIT mpoMeXyTOYHOTO pHCKa.
Y OonbHbix JIAI' HU3KOrO puHcka mocie Ha3HAYEHHUsS HadyajlbHOW MOHOTEpAmuHu CleIyeT
THIATEIbHO KOHTPOJIMPOBATh PE3yJbTaThl JIEYEHHs] C IIEJbI0 CBOEBPEMEHHOM JCKajaluu B

PCKUMEC paHHeﬁ MOC/IE0BaTENbLHOM TCpalu HE ITO3JHEC 3-4 MCECALICB ITOCJIC HaYajia JCUYCHUA.
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V namuentoB UJIAT, HJIAT, JIAI' npu npueme nexapcTBeHHBIX mpenaparos, JIAI' Ha done
C13CT, pesuayanshoit JIAI' mociae KOppEeKIUU MPOCTHIX CUCTEMHO-JIETOYHBIX IITYHTOB HU3KOTO
pucka 6e3 cepAeyHO-TIerOYHONH KOMOPOUIHOCTH PEKOMEHIyeTCs HadallbHast MOHOTepanus ADP,
NDNID-5, puoruryarom™* unu cenexcumarom™** [6,12,15,16].

EOK IA-B (YYP C, YA 5)

Kommenrtapuii. Cmpameeuss cmapmoeou monomepanuu, exkmovarowen AP, HD/[I-5,
puoyucyam** unu cenexcunae**, mosicem paccmampusamocs y nayuenmos JIAI' (UJIAT/HJIAT,
JIAL npu npueme nexapcmeeHHblX NPenapamos) npu OmpuyameibHOM 8a30peakmugHoM mecme;
a maxoice npu pezudyanvHou JIAI' nocie Koppekyuu npocmvix CUCMEMHO-IE20YHbIX ULYHINOS,
JIAT- Cm3CT nusxoeo pucka (Tabauya A3.7, pazoen 3.2.2.2-3.2.2.6.) [6, 15, 16]. Ilo oannvim
COBPEMEHHBIX pecucmpos, 00751 NAYUEHMO8 HU3KO20 PUCKA Npu ycmanosienuu ouaznosa JIAI
sapvupyem om 12,3% oo 23% [138-140]. I[lpu oyenke KyMYIAMUBHOL BbIHCUBAEMOCMU
nayuenmos JIAI' HU3K020 pucka, RNOIYYAGWIUX CMAPMOBYI0 MOHOMEPANUI0 U OBOUHYIO
KOMOUHUPOBAHHYIO mepanuto, no 0aHubiM DPPpanyy3cKo2o pecucmpa, 00CMOGEPHbIX PA3IUYUL
6bis1671eHO He ObL1o [184].

VY naumentoB ¢ UJIIAT/HJIAT/ JIAT mpu npueme jekapcTBeHHBIX npernaparos, JIAIT Ha done
C13CT, pesunyansnoii JIAI' mocie KOppeKIMH MPOCTHIX CHUCTEMHO-JIETOYHBIX IIYHTOB 0e3
CEPJICYHO-JIETOYHOW KOMOPOUIHOCTH MPY HA3HAYCHUH CTAPTOBOW MOHOTEPAITMH HU3KOTO PUCKA
CJIeIyeT pacCMOTPETh PEeIIeHUE 00 dCKAJIallUK Tepanuu yepe3 3-4 Mecsila 1mociie Havyasia JIeYeHUs
[12,15,16].

EOK IIaC (YYP C, YA 5)

KommenTapuii. /lpu évibope cmapmosoii cmpamezuu nevenus nayuenmos UJIAI/HIIAT/JIAT
npu npueme naekapcmg u JIAI' - Cm3CT 6 pexomenoayusx ESC/ERS 2022e. enepsvie
npeonazaemcs Cmpamu@uKayuy Ha 08e Ko2opmaul 8 3a8UCUMOCTIU OM HAAUYUS UL OMCYMCMEUsL
cepOeunone2ounol komopouonocmu [12]. B 2018 2. smom no0oxo0 6vi1 npednodcer IKCnepmamu
Kenvrckozo konceucyca: cpeou nayuenmog ¢ ykazauuvlmu Gopmamu JIAI evioensemcs
Knaccuyeckutl oenomun npexanuanapHou JII' 6e3 komopouoHocmu u henomun ¢ 3a601e6aHUAMU
JIegblx 0mOoeno8 cepoya U ACCOYUUPOBAHHBIMU COCMOAHUAMU (>3 ¢hakmopos pucka namono2uu
JIegblX  OmMOeNo8 cepoya: CaxapHulii ouabem, OdxCupeHue, apmepudibHas 2UnepmoHus,
Quopunnayus npedcepoutl) unu namoiocueli aeeKux (Haiuuue SUnoKcemuu, 3HA4UmenbHulll
cmadic Kypenus, ¢akmopvl pucka 3abonesanuti neckux, ODPBI<60%, OKEI<70%,
DLCO<45%) [9, 188]. [Ina nayuenmog JIAI' ¢ KOMOPOUOHBIMU COCMOAHUAMU, KAK NPABUITLO
cmapuwiell.  8603pACMHOL  2PYNNbL  HE3A6UCUMO OM  PUCKA JIeMANbHOCMU,  NPEON0NCEHO

UCNONB3068AMb MOHOMEPANUIO C NOCAEOYIOWell OYeHKOU IPHEeKMUSHOCMU U UHOUBUOYAIbHBIM
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peuilenuem O HA3HAYeHUU NOCie008amenbHol Komounuposeannou mepanuu (Pucynox 2,
Ipunoowcenue K1) [12].

VY mammentos WAL, HJIAT, JIAT npu mpueme JiekapcTBEHHBIX npemnapatos, JIAI' Ha ¢one
C13CT, pesunyanbHoir JIAI' mocie KOpPpeKIHUH MPOCTHIX CHUCTEMHO-JIETOYHBIX IIYHTOB MPHU
CEpIICYHO-JIETOYHOM  KOMOPOUIHOCTH  CIEAYeT paccMOTPeTb TMPOBEACHHE HaydalbHOU
moHotepanuu UDJII-5 unu ADP [12].

EOK I1IaC (YYP C, YA 5)

KommenTapuii. Haznauenue cmapmosou komounuposanrot JIAI-cneyuguueckoii mepanuu y
nayuenmos ¢ UJIAT/HIIAL/ JIAL, accoyuuposanuoii ¢ npuemom 1eKapCmeeHHbX Npenapamoa,
JIAT- Cm3CT cmapuiux 803pacmusix epynn npu HAIUYUU CepOeyHO-1e204HOU KOMOPOUOHOCTU
He NOKA3ano pe3yibmamos, Habndaemvlx y 6onee MOL00bIX Klaccuieckux nayuenmos c JIAI
[189]. Cnedyem ommemumov, umo 3HAUUMASL CONYMCMEYIOWAS NAMONOSUS, BKIIOUAS
3a601e6anusi cepoya U 1e2Kux, mpaouyuoHHO AGIANACy Kpumepuem UCKII0YeHUs Ol y4acmusl
nayuenmos 6o eécex PKU no oyenxe s¢ppexmusnocmu/ 6ezonacnocmu JIAI-cneyughuueckoi
mepanuu [6, 189, 190]. Ilo oannvim pecucmpa COMPERA, 35,8% o6onvuvix UJIAL umenu
namono2uro egvlx omoenog cepoya u 51,6% - 3abonesanus neexkux [139]. Ilo cpagnenuto c
nayuenmamu 6e3 cepoeyHo-1e204HOU KOMOPOUOHOCMU Y OOIbHBIX ¢ NAMOI02Uell 1e8blX OMOEN08
cepoya unu 1eekux ommeyaemcs xyowuti omeem Ha JIAI-cneyughuueckyio mepanuio u meHbulas
8EPOSIMHOCMb OOCMUICEHUsSL CIMAMyca HU3K020 pUcKd, 0o/iee GblCOKUL PUCK NPEeKpaAujeHUs:
Jlevenusi no npuduHe HedghheKkmusHocmu unu nioxXou nepeHocumocmu u cmepmuocmu [12].

V¥ nanuentoB WJIAIL, HJIATL, JIAI' npu npueme nexapcrBeHHbIX npenaparos, JIAI'-CT3CT,
pesunyansHoil JIAIT mociie KOppeKIMU MPOCTBIX CHCTEMHO-JIETOYHBIX HIYHTOB C CEPACYHO-
JIETOYHON KOMOPOMIHOCTBIO, COXPAHSIOMIMX MPOMEXKYTOUHBIA/BHICOKUH pUCK Ha (QoHE
MoHoTepanuun H®DJ[D-5 wimm ADP, BO3MOXHO paccMOTPETh BONPOC O HAa3HAYECHUU
JIOTIOTHUTEIBHBIX NpenaparoB A eueHus JIAI' B unquBnyansHoM nopsake [12].

EOK IIbC (YYP C, Y1 5)

KommenTapuii. C yuemom ewipasicennoii 2emepo2enHocmu NONYIayuY NAyueHmos, UcXoOHo
CMpamu@uyuposanHvlx 8 2pynny HU3K020 PUCKA U 803MOJCHOCMU npozpeccuposanus JIAL
cnedyem obecneuums mujamenbHoe Habm0OeHue 3a 601bHbIMU Kadicoble 6-12 mecayes ¢ yenvio
ceoespemennoll koppexyuu mepanuu [15, 185]. Ilo oannvim memaananuza 3apyoOedricHuIX
pecucmpos, y nayuenmos JIAI ¢ ucxoonwvim I-11 @K uepez mpu cooa nabaooenus 1emaibHoCmb

cocmasuna 22% [186].
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Crparterusi CTapTOBOM MOHOTEpanuu MpeanodyTuTeabHa Yy mnaunueHtoB ¢ JIAI-BUY,
nopronyiabMoHanibHON JIATL, ipu cunapome DW3eHMEHTepa ¢ y4eTOM OTCYTCTBHS JaHHBIX O
BJIIMSIHUW CTapTOBOM KOMOMHHMPOBAHHOW Tepaliy Ha BEDKUBAEMOCTh U MporpeccupoBanue JIAT
(pazmen 4.1) [9, 12]. Crparerus MOHOTEpallMd MOXKET OBITh OOOCHOBaHA KPUTEPHUSIMHU
0€30MacHOCTH: y MAIMEHTOB C IMOJ03PEHUEM WIIH BhICOKOU BeposiTHOCThI0 JIBOB/JIKT, a Takke
IIpY BO3MOXKHBIX MPOTHBOIIOKA3aHMSIX, HAIpUMep, Tsokenol nartonoruu nedenu [15]. Ilpm
Ha3HAuYEHUH HadalbHON KoMOMHMpoBaHHOU JIAT -ciennuyeckoit Tepanuu ciaenyer yYuThIBaTh
OpraHHU3al[MOHHbIEC, OPUIUYECKHEe U JApyrue (HOpMaibHOCTH, MPUBOISIIME K CIOXKHOCTAM
JIEKapCTBEHHOT'0 oOecrieueHus B peruoHax PO [187].

VY nmarmentoB ¢ JIAT, acconuupoBannoii ¢ BUY-undexnmelt, cineayer paccMOTpeTh IPUMEHEHNE
HAuaJIbHOM  MOHOTEpamMM C  TOCHEAYIOUMM  Ha3Hau€HHEeM, TIpH  HEOOXOIUMOCTH,
MoCe0BaTeIbHON KOMOMHUPOBAHHON TEpanmuy C y4YETOM COIYTCTBYIOIIMX 3a00JeBaHUl U
MEKJIEKapCTBEHHBIX B3aumoaeicTeuit [12,15, 16].

EOK IIaC (YYP C, YA 3)

VY nanueHToB € MOPTOMYJIbMOHAIBHOM TMIIEPTEH3UEH CIEAYEeT pPACCMOTPETh IPUMEHEHHE
HAYaJbHOM  MOHOTEpamMM C  TMOCIEAYIONIMM  Ha3HauYeHHUEM, [P  HEOOXOJIWMOCTH,
MocJe0BaTeIbHOW KOMOMHUPOBAHHOW Tepanmuy C yYeTOM MATOJIOTHH MEUEHU U MOKa3aHWH K
TpaHCIUIaHTauu nedyenu [12, 15, 16].

EOK IIaC (YYP C, YA 5)

Y manueHToB C CHUHAPOMOM Oi3eHMeHrepa JUisl yIydlleHHs MEPEeHOCHUMOCTH (pU3nuecKon
Harpy3kH peKoMeHayeTcs npuMeHeHne 6o3entana** [191].

EOK IB (YYP B, Y] 2)

VYV B3pocneix ¢ BIIC, Bkitouas cuHApOM OW3EHMEHTEpa, CIEAyeT PacCMOTpPETh BOIPOC O
HaszHaueHuu apyrux APD, UD]1D-5, puonuryara™*, monpocra uinm cenekcunara*™* [12,15,16].
EOK ITaC (YYP C, Y 3)

VY B3pOoCIBIX MAMEHTOB C CUHAPOMOM DH3EHMEHIepa PEKOMEHI0BAaHO PacCMOTPETh BOIPOC O
Ha3HAYeHUM IMOCIEeA0BATEIbHON KOMOMHHUPOBAHHOM Tepamuu MpH HEAOCTH)KEHUU Iesel
nedenus [12, 16, 48].

EOK ITaC (YYP C, YA 5)

3.2.2.7.2. CrapToBasi KOMOMHHPOBAHHAs Tepanus

[Tpu coBMecTtHOM Ha3HaueHuu JIAT-cnmenm@uueckux mpenapatroB, BIUSIONIMX HAa HECKOJBKO

myTell TmaToreHe3a 3a0oieBaHUs, HAOMIOJAETCS CHHEPTU3M JEUCTBUSA. D(PGHEKTUBHOCTH
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KOMOMHHMpPOBAaHHOW Tepamuu OIpeiessieTcsl € Y4Y4eTOM BO3MOXKHBIX MEXKJIEKapCTBEHHBIX

B3aMMOJICHCTBHI U pricka MoO0OYHBIX 3 dexTon [15, 16, 187,335].

[Tattuentam UJIAT/HJTAT/JIAT ipu mpueme JIeKapCTBEHHBIX ITpenaparoB, pesuayainbHoi JIAT
MOCJIE KOPPEKIIUH MTPOCTHIX CUCTEMHO-JIETOYHBIX ITYHTOB, JIAT'-CT3CT mpomexyTOUHOIro pucka
0e3 cepAeYHO-JIETOYHOH KOMOPOMAHOCTH PpEKOMEHAYeTCs HayalbHasi KOMOWHUpPOBaHHAsS
teparmust ADP B coueranuu ¢ UDJID-5 unu puoruryatom™* [15, 16, 187,333,334].

PKO IIaC (YYP C, VIO S)

[Taimentam UJIAT/HJTAT/JIAT ipu mpueme JIeKapCTBEHHBIX ITpenaparoB, pesuayainbHoi JIAT
110CJI€ KOPPEKIMH IIPOCTBIX CUCTEMHO-JIETOUHBIX IYHTOB, JIAI'-CT3CT npoMexxyTo4HOro pucka
0e3 cepAeyHO-JIETOYHOH KOMOPOMAHOCTH PpEKOMEHAyeTCcs HayalbHasi KOMOWHUpPOBaHHAsS
tepanust puouuryarom** wim UDJ[D3-5 B coueranuu ¢ ADP [187, 192].

PKO IIbC (YYP C, YA 5)

[Marmentam UJIAT/HIIAT/JIAT npu npueme JeKapCTBEHHBIX MPETapaToB, pe3uayanbHoi JIAT
10CJI€ KOPPEKIMH IIPOCTBIX CUCTEMHO-JIETOUHBIX IIYHTOB, JIAI'-Ct3CT npoMexxyTo4HOro pucka
0e3 cepAeyHO-JIeroYHON KOMOPOUIHOCTH PEKOMEHAYeTCsl HadalbHas KOMOWHUPOBaHHAs
Tepanus cejlekcunaroM™** wim uionpoctom B couetanuu ¢ ADP [187,192].

PKO IIbC (YYP C, YA 5)

[Marmentam UJIAT/HIJIAT/JIAT npu npueme JeKapCTBEHHBIX MPETaparoB, pe3uayanbHoi JIAT
MOCIie KOPPEKIUHU MPOCTHIX CUCTEMHO-1erouHbIX IyHTOB, JIAT-CTt3CT BeIcOKOTO pHrcka (>20%
B roJ]) 0e3 cep/IeuHO-JIerouHoi KOMOPOUIHOCTH PEKOMEH IyeTCsl HaualbHas KOMOMHUPOBaHHAs
JIAT -cnenuduueckas tepanus UD/3-5/ puoruryarom™**, ADP u HHransuoHHBIM HIOIPOCTOM
[12, 15, 16, 48].

EOK IIbC (YYP C, Y/ 5)

[Maumentam UJIAT/HIJIAT/JIAT npu npueme neKapCTBEHHBIX NPENaparoB, pe3uayanbHoi JIAT
1ocjie KOPPEKIUH MPOCThIX CUCTeMHO-JIerouHblx 1yHTOB, JIAI'-CT3CT BbicOkoro pucka 6e3
CEP/IEYHO-JICTOYHON KOMOPOUIHOCTH PEKOMEHAYyeTCs HadaibHas koMmOuHupoBaHHas JIAT -
cneruduyeckas repanus UDJ3-5/ puouuryarom™**, ADP u cenexcunarom™*  [12, 15, 16, 48].

EOK IIbC (YYP C, Y]] 4)

3.2.2.7.3. IlociienoBare/ibHasi KOMOMHMPOBAHHAS Tepanus
bonbmmucTBo PKU npoBoauinocs B pexuMe mocieoBaTesIbHON KOMOMHUPOBAHHON TEparuu,
YTO OTpa)kaeT KoOHIeNnuuioo yBenuueHuss ob6bema JIAIT crenuduyeckoil Tepanuu mpu

HEJOCTH)KEHUH KPUTEPUEB HU3KOTO pUCKa JieTanbHOCTH [49, 125, 187].
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Pexkomennyercsi ocymecTBiATh 3ckanauuio JIAI-cmeunpuyeckoil Tepanuu Ha OCHOBAaHUHU
JTAHHBIX OLIEHKU PUCKA CMEPTHOCTHU M OOIIHX JIe4YeOHBIX cTpaTeruit [12].

EOKIC (YYP C, YA 5)

PexomeHoBaHO Ha3HaUYeHUEe MaluTeHTaHa** manuenTam ¢ JIAL', He JOCTHUIILIMM IIeJIeH JIeUeHus
npu HazHaueHun WDJ[D-5 wuiaM UHTAISIMOHHOTO WJONPOCTa, JMJI CHMXKCHHUS pHUCKA
3abosieBaeMocTr/cMepTHOCTH [6, 12, 15, 16, 335].

EOKIB (YYPC, YIA5)

Kommenrtapuii. B PKU SERAPHIN 63,7% nayuenmos c¢ JIAI' nonyuanu 6a3o6yio
cneyuguueckyro mepanuio, npeumywecmeenno HUDID-5, 5,4% nayuenmos — awnanozamu
npocmayuxkiuna. Ha ¢hone nocnedosamenvHou KoMOUHUPOBAHHOU mMepanuu, 6KI0OYasuel
MayumeHman** puck Heon1a2onpusmusbiX cobObImull (20CHUMANU3AYUY, CMepmyb, YXYOuileHue
meuenus JIAI', mpancnianmayus/ampuocenmomomusi) cuudicancsa na 38% (p=0,009) [50].
[Mammentam ¢ UJIAT, HJIAT, JIAT BcneacTBue mpreMa JIGKapCTBEHHBIX MPENapaToB/TOKCHHOB
peKOMeH IyeTCs JOOaBICHHE ceJIeKcuTara™* Jiyisi CHUKeHHSI prUCcKa 3a00J1eBaeMOCTH/ CMEPTHOCTH
P JTOCTHKEHUU MPOMEXKYTOUHOTO pucka Ha ¢done tepanuu UDJD-5 w/mmum ADP [12, 183,
193].

EOKIB (YYPC, YIA5)

KommenTapuii. B PKH GRIPHON puck nebraconpusmuuix cobvimuii cHudcancs na 37% 6
2pynne nayueHmos, noaydasuiux cenexcunaz** ¢ oononnenue xk mepanuu UDI-5 u ADP
(n=179) no cpasnenuto ¢ epynnoi, noryyaguieli 08OUHYI0 KOMOUHUPOBanHyo mepanuto (n=197)
[183]. Puck wuebnaconpusmuvix cobvimuii 3a 30-mecsaunviti nepuod nabawdenus 6 PKU
GRIPHON ymenvwancsa na 63% y nayuenmos co Il @K (BO3) na ¢one nocredosamenbroli
mpotiHou mepanuu (n=55) no cpasnenuto ¢ dsotinotl JIAI -cneyuguueckou mepanueti (n=60).
Haubonvwee cnusicenue pucka Hebiazonpusamusbix coObImull pecucmpuposaics npu Ha3sHaA4eHuu
cenekcunaea®* 6 xauecmee 6mopo2o uiu mpemve20 npenapama no omuoutenuio k UPJ/3-5
u/unu APD y nayuenmog HU3Ko2o pucka u 6 meuenue nepevix 6 mecayed nocie yCmaHoe1eHus
ouaenosa [193,194].

PexoMennoBano Ha3HaueHue puoruryara** 6onpHeiM JIAL, HE JOCTUTIIINM TieNel JIeUeHUs TPU
Ha3HaYeHUH Oo3eHTaHa™*, /Ui yiydllleHus NepeHOCUMOCTH (u3nyYecKoil Harpysku [6, 15, 16,
177].

EOK IB (YYP B, Y] 2)

Jns  ynydimeHus TepeHOCUMOCTH (DM3WYECKOH Harpy3kd pEKOMEHIOBAHO pPacCMOTPETh

n00aBJICHHE HHTATSIIIMOHHOTO MWIIONpOCcTa K 603eHTany** [6, 15, 16, 195, 196].
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EOK I1IaB (YYP B, Y/ 2) EOK

Jis  ynydimeHus TEepeHOCUMOCTH (M3WYECKOH Harpy3Kd pEKOMEHIOBAHO pPacCMOTPETh
n00aBIeHIE HHTAISAIIMOHHOTO UJIOMPOCTa K aMOpu3eHTany** wiu marurentany** [6, 15, 16].
EOK IIbC (YYP C, YA 5)

Jus  ynydmeHuss TEpEeHOCUMOCTH (U3WYECKOH Harpy3Kd pEKOMEHIOBAHO pPacCMOTPETh
nobasnenune amOpuzeHTana™* k UDJ[3-5 unm puonmryary** [197, 198].

EOK IIbC (YYP C, Y] 4)

Jus  ynydimeHuss TEepEeHOCUMOCTH (U3WYECKOH Harpy3Kd pEKOMEHIOBAHO pPacCMOTPETh
nob6aBiieHre MaiuTeHTaHa** k puoruryary** [187, 199].

EOK IIbC (YYP C, YA 5)

Jis  ynydimeHus TepeHOCUMOCTH (DU3MYECKHX Harpy30K pEeKOMEHJOBAaHO pPacCMOTPETh
nobasnenue tafganaduna k 6o3enrany** [12,335].

PKO IIaC (YYP C, YIA5)

JoGaBnenne ©Oo3eHTaHa*™* Kk cwigeHaduiay HE pPEKOMEHAYETCS JJs CHIDKEHUS pHCKa
3abosieBaeMocTr/cMepTHOCTH [12, 15].

EOK IIIB (YYP C, YA/ 5)

Jo6aBnenue puonuryata** k cunnenadpuiny/raganaduiny He pEKOMEHIYETCS B CBSI3U C PUCKOM

HEeXenaTelbHbIX sBjIeHuM [12, 15].

EOK ITIB (YYP C, VI 5)

3.2.2.7.3. CTpaTerusi nepexkJi0o4eHus

VY mnanumenroB ¢ JIAI, nomywaromumx W®DJD-5 B xomOunaumu ¢ ADP, mpu coxpaHeHuu
IIPOMEXYTOYHOTO PUCKa ciIenyeT paccMoTpeTh 3ameny UdDJ19-5 na puonuryar [9,16,201,335].

EOK I1aB (YYP B, Y/ 3)

KommenTapuii. B npocnekmusnom  uccredosanuu  RESPITE  enepevie  noxazano
appexmusnocme cmpamezuu nepexaovenus nayuenmos JIAI Il @K be3/c conymemayiowetl
mepanuu ADP ¢ HeadekgamHulM KIUHUYECKUM OMEEMOM C mepanuu CuloeHaguiom Ha
puoyueyam™®* [202]. 3amena UD/]I-5 6 evicokux dozax Ha puoyucyam** conpogocoanrace
yayuwenuem oucmanyuu 8 TIIX, @K, NT-proBNP, JICC u CU. B npocnexmugnom ucciedosanuu
v nayuenmog UJIAL nepexnouenue ¢ UDI-5 na puoyucyam™** cnocobcmeosano yayuuieHuro
@K, THIX, cucmonuyeckou ¢hynxyuu IDK u conpsocenus IDK u JIA 3a cuem ymenvuienus
aghgpexmuenoul sncecmrocmu nocreoueti [203]. B PKU REPLACE npu u3zyuenuu cmpamezuu
samenvl UD/[D-5 na puoyueyam** 6 cpasnenuu c npooonsxcenuem UDII-5 y bonvuvix JIAI

NPpOMENCYNOUYHO2O pPUCKA NOKA3AHO oocmudicerue  KIUHUYeCcKko20 yiydyuieHus (nepeulmaﬂ
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KOHeUHAasi MOYKA ¢ 00CMUIICEHUE KaK MUHUMYM O8YX U3 mpex napamempos: RPpUupocm Oucmanyuu
6 TOMX >10% / >30m, oocmuoicenue I/II @K u cnuscenue NT-proBNP >30% no cpagnenuto ¢
UCXOOHbIM NpU  OMCYMCMEUU KIUHUYeckoeo yxyowenus) y 41% nayuenmoe 6 epynne
puoyucyam**a no cpaenenuro c 20% 6 epynne UD/[3-5 [204].

VY manuentoB ¢ JIAI', coxpaHsrOmuX BRICOKHI pUCK HA (OHE TPOHHOM Tepanmuu, BKIHOYAIOIIEH
NDJID-5 nnm puonuryat**, ADP u cenexcunar**, menecoodpasHo paccMOTPETh BO3MOKHOCTh
3aMEHBI celieKkcumara** Ha MHrasnuoHHbBIN wionpoct [12, 16, 335].

EOK I1IaC (YYP C, YA 5)

[TepexiroueHnre ¢ OHOTO TMperapaTa Ha APYyroi B pamkax ogHoro kiacca JIAI'-cnenuduueckoit
TEepanuu WIA Ha JICKApPCTBEHHBIM MpemapaTr IPyroro Kiacca BO3MOXKHO PAacCMOTPETh TMpHU
Pa3BUTUU KIMHUYECKU 3HAYUMOTO HEXeNaTeIbHOTO d(h(ekTa U HEBO3ZMOKHOCTH MPOIOKCHHUS
tepanuu [12, 15, 335].

PKO IIbC (YYP C, Y/ 4)

KommenTapuii. [lo oannvim memaananuza 9 npocneKmusHbIX KO2OPMHBIX UCCIE008AHUL,
sxaouarowux 408 oorenvix  JIAI, 3amena 603emmana** unu - ambpuszenmana** hna
mayumenman®*  ynyuwana oucmanyuiro 6 TIIX, @K, npogure 6Oeszonachocmu 6e3
cyuwecmegenno2o enuanus Ha yposuu NT-proBNP, cemoounamuxy u napamempor IxoKI" [205,
206]. B csea3u ¢ omcymcmeuem muocoyenmpogolx PKU no uzyuenuro enusanus nepekioyeHus
ADP (cm. Cnucox cokpawenutl) Ha kiunuveckoe meuenue JIAI yenecoobpasna 3amena moavko
npu  paseumuu  Hedcelamenvuvlx  hghekmos  npenapama  ulu  HeONALONPUSAMHBIX

MEINCTIEKAPCNBEHHbIX 83aUMOO0elUCNEUSX.

3.3. Xupypruueckoe JjieueHue

3.3.1. IIpencepanas cenTocToMus

Pexomenayercst paccMOTpeTh BO3MOKHOCTH MpecepaHOM cenTocTomun nanuentam ¢ JIIN [TV
OK (BO3), yacteiMu cuHKONE W/UiaM pedpakTepHoil k MakcumanbHOU JIAT -cnenudpuueckoi
Tepanuu MPaBOKETYTOUYKOBON CEpAEYHON HEAOCTATOYHOCTHIO, a TakKe MPH HEIOCTYMHOCTU
JIAT -cnieruduueckoii Tepanuu [12, 207-211].

PKO IIaC (YYP B, Y1/ 2)

KommenTapuii. Ob6wuii npunyun npedcepoHoOU Cenmocmomuu - cOo30aHue U OIUMeNIbHOe
COXpaHeHue MeHcnpedcepoHo2o cooOWeHUsl ¢ MAaKoU 8eIUYUHOL 8EHO-APMeEPUAIbHO20 copoca,
Komopas obecneuusana 0bl O0EKOMNPeccuro Npagvlx o0moenos cepoya (¢ yMeHvuleHueM
KAUHUYECKUX NPOAGIEHUL NPABONCENTYOOUKOBOL HEOOCMAMOYHOCMU) U NPU IMOM VEeIUdUsald
npeoHazpy3Ky J1esbiX (C y8eluueHueM cepoeyHo2o 8blopoca u 00CMA8KU K MKAHAM KUCI0pOOa)
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be3 evipadicennou eunokcemuu [12,207-211]. Jlanuvie memaananuza 16 nabaooamenvHvix
uccnedosanuui y 204  nayuenmos,  nepeHecuiux — npeocepoHyi0  CenmoCcmoMUIo,
npodemoncmpuposanu chudxcenue oasnenus 6 L1 (p<0,001) u ysenuuenue CHU (p<0,001) napsaoy
CO CHUDICEHUeM HACbIUeHUs: apmepuanbhol kposu kuciopooom (p<0,001) [211]. IIpeoceponas
Cenmocmomus OOJICHA BbINOJIHAMBCA MONbKO 6 OKCNEPMHbIX YEHmMpAx, pPAcnoNa2arujux
00CMAMOYHbIM  ONLIMOM NpogedeHUss No0oOHbIX emewamenvcme [207-211]. Ilpoyedypa
NPOMUBONOKA3AHA NPU OABIeHUU 8 NPpABom npedcepouu gviute 20 mm pm. cm. u SatO:  nokoe
menee 90% [207,208,211].

He pexomenzoBaHo mpoBeneHHE OAJUIOHHOM aTPHOCENTOCTOMHH IPH CPEJAHEM JaBICHUU B
paBoM npejcepanu Boiie 20 MM pT. CT. U caTypaluu kuciaopoaom Menee 90% B mokoe B CBsI3U
C TIOBBIIIEHHBIM PUCKOM JieTalibHOTO ucxona [15, 16, 207-211].

PKO IIIC (YYP B, V]I 2)

3.3.2. TpaHcIUIaHTALMS JIETKHUX WIH KOMIUIEKCA cepaue-jJerkue

PekomeHnnoBaHa ~ ABYCTOpOHHSISI ~ TpaHCIUIAHTalMsl  JIETKMUX ~ WIM  TpPaHCIUIAHTalUA
JIeroYHOCepIeuHOr0 KoMIuiekca nanuentam ¢ JIAI nmpu HeadheKTHBHOCTH KOMOMHUPOBAHHOM
JIAT -cienmduyeckoi sekapcTBeHHOM Tepanuu [6, 15, 212, 213].

EOK IIaC (YYP C, YA 5)

PexoMeH10BaHO BKJIIOYATh B JIUCT OKUIAHMS JIBYCTOPOHHEH TpPAHCIUIAHTALMU JIETKUX WIN
TPaHCIUIAHTAIINH JIETOYHO-CEPIeYHOTO KoMIutekca 60mbHbIX JIALT n HeonepabensHoit XTOJII ¢
BBICOKMM pHUCKOM (paTaJIbHOTO MCXOAAa IpU HAa3HAUYEHUU TPONHOW KOMOMHHpPOBAaHHOU
cnenuduyeckoi Tepamuu [6, 15].

EOK IIbC (YYP C, Y 5)

KommenTtapuii. [layuenmor ¢ JIAI' npomedxcymounoeo uiu 8biCOKO20 PUCKA C KIUHUYECKUM
VXyouieHuem, noayyaloujue MAaKCUMAaibHO 803ModxcHYio JIAI-cneyugpuueckyro mepanuio,
HYHCOAIOMCSE 8 CBO0EBPEMEHHOU KOHCYIbMAayuu 68pava-xupypea (mpancnianmonoza) Ons
BKIIIOUEHUS 8 IUC 0AHCUOAHUS MPAHCNIAHMAYUY JIe2KUX UTU KOMNIeKkca cepoye-neekue [12]. 3a
nocneonee decsimuiemue CyueCmeeHHo YIyyuuiacs Meouana svidcusaemocmu nayuenmos JIAI
nocie mpaucniaumayuu neekux. ¢ 4,1 eooa 6 1990-19972e. 0o 6,1 2o0a 6 2005-20122e. u
mpancnaiaumayuu komnaexca ¢ 1,9 (1982—-1991 22.) oo 5,6 2ooa (2002-2012 22.) [212]. Yawe
BbINOIHAEMCA 08YCMOPOHHAA mpanchaanmayus aeckux.  OQOHAKO BbloCUBAEMOCb NOCTIe
npogedeHUs MpancHIaGHMAayuy 00H020 UIU 08YX Ne2KUX npumepHo oounaxkosda. CoenacHo 0aHHbIM
pecucmpa MedwcoyHapoorHo2o obujecmea MpaHCNAAHMAYUU cepoya U aecKux, npu CUHOpome

3123€HM€H2€pa ecreocmeue npocnblx NOPOKO6 U30IUPOBAHHASA MPAHCHIAHMAYUSL J1€cKO20 C
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oonospemennol xoppekyueti BIIC mooxcem Ovimb memodom evibopa. Ilpu diceny0ouxosvix

oehexmax nyuwiue UCX00bl HAOMOOAIOMCA NPU  MPAHCHAAHMAYUU 1e20UHO-CEPOEYHO20

komniexca [6, 212].

3.4. UnTeHCUBHAs Tepanus

CuMITOMBI TSKEIOM ITpaBokenyn10ukoBoil CH B coueTaHuM ¢ CUCTEMHOM TMIIOTOHUEH SIBIISIFOTCS
MOKa3aHUeEM JIsl JIeUeHUS B TasiaTe UHTeHCUBHOM Tepanuu. [IpaBokenynoukoBas CH y 601bHBIX
JIAT sBnsieTcst ciencTBUeM, TJIaBHBIM 00pa3oMm, cucronmueckoit aucynkuuu [DK Ha done ero
XPOHUUYECKOU MEePErpy3Ku AaBICHUEM, YTO TPUBOJUT K MOBBIIIEHUIO KOHEYHOIUACTOIUYECKOTO
nasineanss B IDK, maBmenuss B IIII u TOSBIEHWUIO BEHO3HOTO 3acTOsl B OOJBIIOM KpyTe
KpoBooOparieHnus. [loBbIlIeHrEe IEHTPAIbHOTO BEHO3HOTO JaBJICHHUS, B CBOIO OU€PE/ib, BbI3bIBAET
TUCOYHKIIMIO BHYTPEHHUX OpPraHoB (3acTOWHasi TMie4eHb, MNouku u 1p.). [lamument c
nexkomrieHcupoBanHon JIAIT HyxpaeTcsi BO BCECTOPOHHEM OOCIIEIOBAHUM [IJISI UCKIIFOUCHUS
BO3MOXKHBIX  TPHUITEPOB  KIMHUYECKOTO  yXYAIICHHS  (MHTEPKYppeHTHas  WH)EKus,
COIMYTCTBYIOIAsl TATOJIOTHUS, aHEMHs, HapylIeHHs puTMa/ MPOBOAMMOCTH, ocTpas TOIJIA,

mo6ouHbIe 3P PEKTH JIeKapCTBEHHOM Tepanuun) [6, 15, 213].

[Marmentam JII' ¢ wactoTol cepaevHbIXx cokpameHuid >110 ymapoB/MHH, THIOTOHHUEH
(cucronmuueckoe AJl <90 MM pT. CT.), OIUTOypued M TMOBBIINICHHBIM YypPOBHEM JlaKTaTa
PEKOMEHIyEeTCSl paCCMOTPETh T'OCIUTAIM3ALUIO B OTACICHHE MHTEHCUBHOM Tepamuu [6, 213,
214].

EOK IIaC (YYP C, YA 5)

PekoMenayercs paccMOTpeTb TIPOBEACHHME KaTeTepU3allud MOAKIIOUYUYHOW M JIPYTUX
LHEHTPaJbHBIX BEH Yy NAalMeHTOB ¢ Tspkeno JIADT ayis KOHTpOJSl LIEHTPaJbHOTO BEHO3HOIO
JTaBJICHUS TIPU MPOBEJICHUM WH(Y3MOHHON TepanmuM U aJeKBAaTHOTO JO3UPOBAHUS «IETIEBBIX)»
JUYpPETUKOB, JUId OLEHKM caTypallMd KHCJIOpOJa B CMEIIAaHHOM BEHO3HOM KpOBH,
XapaKTepU3yIolLIel cepieuHbli BEIOPOC U OKCUTEHAIMIO OpraHoB/TKaHel [214].

PKO IIaC (YYP C, YV 5)

PekoMenayercss paccMaTpuBaTh CHUKEHHME YpPOBHS CAaTypallid IO KHCIOPOLY CMENIaHHOU
BEHO3HOM KPOBH, OJUTOYPHUIO B COYETAHMM C IOBBILIEHHEM YPOBHS JIAKTaTa KaK MPEJUKTOPOB
HeOIaronpusaTHOTO Ucxoza 3adoneBanus [213, 214].

PKO IIaC (YYP C, YV 5)

Pexomennyercs paccmorpers Bo3MmoxkHOCTe UBKC 111 MOHHUTOpMpPOBaHHS COCTOSHUSA

NALUEHTOB C TSHKEJION MTPaBOXKEIYyA0YKOBOM CEpIeyHON HeAocTaTOUHOCThIO [15, 213, 214].
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PKO IIaC (YYP C, YV 5)

PekoMeHyercss paccMOTpeTh BO3MOXKHOCTH Ha3HaueHus #noOyrammHa** 2-10 MKr/kr/muH,
#nesocumenmpana** (0,05-0,2 MKr/Kr/MUH JUIsI ONTEMH3AIMN CEPICYHOrO BhIOpOca U quypesa y
nanueHToB ¢ Tsokenon JIIN [15,338,339].

PKO IIbB (YYP C, YV 5)

Pexkomenyercss Ha3HAYeHHWE Ba3ONPECCOPOB Y MAIIMEHTOB C CHUCTEMHOW THUIOTEH3WEH I
KOPpEKLIMY reMOJMHAMUUYECKUX HapyleHui [6, 15, 214].

EOK IC (YYP C, Y/ 5) nas nanuentoB IV ®K

Pexomenmyercs paccMOTpeTh BO3MOKHOCTh Ha3HaueHus #HopanuHedpuHa 0,1-0,3 MKr/Kr/MuH
narentam ¢ JII' uig KOppeKIuy CUCTEeMHOW TMIIOTEH3UU M HapyIIeHUH nepdy3un Kku3HEHHO
Ba)XHBIX OPTaHOB, pehpakTepHBIX K IPYTUM HHOTPOIIHBIM Ipenapatam [ 15, 340].

EOK IIbB (YYP C, Y1 5)

KommenTapwuid. /Ipu nevenuu IDK cepoeunoti nedocmamounocmu Kiouesoul 3a0ayeti A61semcs
nooodepaicanue cpedHe20 CUCMEMHO20 apMePUAIbHO20 0asileHus Ha yposHe >60 um pm. cm. YV
nayuenmos ¢ mswcenou CH, no eozmoocnocmu, credyem usbecamv unmybayuu mpaxeu,
unmybayuu OpoHxo8 pazoeibHOl U UHBASUBHOU MEXAHUYECKOU GeHMUNAYUU Ne2KUX u3-3d
8bICOKO20 PUCKA OaIbHelule20 YXyOuleHus: 2eMOOUHamuru u cmepmu [12].

Pexkomenyercsi pacCMOTpeTh BO3MOKHOCTh HA3HAYCHHS MHTAIALMOHHOTO OKCHJIA a30Ta WIH
WJIOTIPOCTA JIJIsl YMEHBIICHHS TOCTHATPY3KH MTPABOTO JKEITy10uKa y manuenTos ¢ JII

[6, 15,213,214].

PKO IIbB (YYP C, YY ] 5)

PekoMeH10BaHO paccMOTpPETh BO3MOXHOCTh INPUMEHEHHUs BeHo-apTepuaibHoii DOKMO B
Ka4ecTBE BPEMEHHOW TOJNEPKKH Tepel TPAHCIUIAHTAIMEH JIETKUX WM TpPU OKUIaeMOM
paspelieHuu Tpurrepa KiuHudeckoro yxynamenus JIIT y manumeHTtoB ¢ pedpakrtepHOi
IPaBOXKEITYA0UYKOBOIM Cep/ledHON HEAOCTaTOYHOCThIO Ha (OHE MAaKCHMalIbHO BO3MOXKHOM
JIAT cnenmuduueckoit Tepanuu [6, 15, 213, 214].

PKO IIbB (YYP C, YV 5)

He pexomMeHIOBaHO NPUMEHEHHE METOJ0B MEXaHMUYECKOW MOANEPKKHU (BEHO-apTepHalibHas
OKMO) npu HEBO3MOKHOCTH YCTpaHEHHsI PUUUHBI jJekomMiieHcaruu JIAD unu BBIMONHEHUS
HKCTPEHHOM TpaHCIUIaHTAIUH Jierkux [214].

PKO IIIC (YYP C, YV 5)

AJ'II‘OpI/ITM B5160pa OITUMAaJIbHON TaKTUKH JICUCHHUS MAIlUEHTOB C JIAT IIPpEACTABJICH HA PUCYHKE

2 B IpwJIOKeHUH b.
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3.5 Cnennduyeckne NOArpynmbl Jero4Hoi apTepuaaibHON THIePTEeH3HH

3.5.1 JlerouHnasi aprepuajibHasi TUIEPTEH3Hs, ACCOIMHUPOBAHHAS C BPOKIEHHBIMU

MmopoxKaMu cepauna

JIT', accounupoBannas ¢ BIIC, BkiitoueHa B 4eThipe OCHOBHBIE Ipymnibl JII' U3 mATH BIIETICHHBIX
B KJIMHWYECKOU Kimaccudukamuu [11, 48]:

*  JIAT npu BIIC (cunapom Ditzenmenrepa, mpu BIIC ¢ neBo-mipaBbiM cOpocom, Ipu

MAJIBIX/COIMYTCTBYIOIIUX JedekTax u mocie koppekuuu BIIC);

« JII' mpu maroioTMM JIEBBIX OTHENIOB cepAua (BpoXxaeHHas/mpuoOpeTeHHas

CepJEHYHO-COCYIUCTas MaTOJIO0rus ¢ nocTkanwusipaoi JII);

» JII" mpu oO6ctpykuuu JIA (apyras oOCTpyKuus — BpOXKACHHbBIE cTeHO3bI JIA);

« JII' HeusBecTHOrO W/ cMmemaHHoro reHe3a (ciokuaeie BIIC — mopoku ¢

YHUBEHTPUKYJIIPHON reMoanHaMuKou, cermeHTapuas JII', np.).
[Tonuei mepeuenbp BIIC, npuBomsmux k passutuio JII, npuBenen B EBpaszuiickux
peKOMeHJauuaX o auarsoctuke u aedenuto JII', accounnpoBannoii ¢ BIIC y B3pocibix — 2021
[48].
B P® JIAT npu BIIC no pacnpocTtpanenHoctu cpeau Becex Gpopm JIATL 3annMaeT 0HO U3 IEPBHIX
MecT (B psage permoHoB - mnepBoe). Jmarnoctuka JII' mpu BIIC ummeer crneumduyeckue
ocobennoctH [48, 113, 118, 122, 124, 215-217, 222, 223].
Jleuenue BIIC c JII" BKiItOUaeT XUPYpruueckyro KOppeKIuo (s onepadbenbHbIX MalueHTOB) U
MEIUKAMEHTO3HYIO0 Tepanuio (uisi HeomepaOeNnbHBIX OOJNBHBIX W B CIydae COXpaHEHUs
pesunyansHoi JII' mocne omepaumm) [12, 45, 48, 118, 119, 217, 218-221]. Obuue mepsl u
noanepxuBaromas tepanus npu JII', accomuupoBanHoit ¢ BIIC, maeHTHYHBI MoOaxoaaM K
nedenuto JIAI'. OcobGoro BHMMaHMSI MOTYT 3acily’KMBaThb 3PUTPOLUTO3 (KPOBOIyCKaHUE HE
PEKOMEHIyeTCs1), BOCCTaHOBJICHUE AeUIINTa JKeTe3a U MPOoUIaKTHKa BO3AYIITHON IMOOTIHH ITPH
MCII0JIb30BaHUU BEHO3HOTO foctyna [12, 45, 48, 119].
Tepamnus JIAI -cnienuduyeckumu npenaparamu- ADP, aHanmoramMmu npocTalukInHa, arOHUCTaMU
penienTopoB npocraanukianHa, UDJ(3-5, ctuMmynaropaMu pacTBOPUMON T'yaHUTIATIIHKIA3bI (CM.
Crnucoxk cokpalieHuii) moka3zaHa rnamyuenTam ¢ npekanmuisipasiMu popmamu JII': JIAT npu BIIC
u npexanwusipHoi JII' mpu cnoxkubix BIIC [12, 119, 218, 220, 221]. HakaniauBatoTcst JaHHbIE
M0 TaK Ha3bIBaeMOMYy «treat-and-repair approach» (Xupyprudeckas KOppeKlus Mocjie Kypca
JIAT -cnenmduyeckoid Tepamuu), OJHAKO JOKa3aTelbHas 0a3za dTOro MOAXoJa IOKa
HemocraTtoyHa [219].
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[Tpu ananuze 59 knuHMYeckux uccnenoannii (14 u3 nux — PKW) mo tepanuu oqo06peHHBIMU B
P® JIAT-cnemmduueckumu npenaparamu (cM. CIIMCOK COKpaIeHnii) IOKa3aHo, YTO Hauboee
apryMEHTHPOBAHHO MOKET MPUMEHATHCS 003eHTaH™* (0cOOEHHO IpU CHHIpOME Dii3eHMeHTepa
— PK BREATHE-5 [220]), ogHako u apyrue npemnapaThl (aMOpu3eHTaH™**, maruTeHTaH™**,
cuieHadua, UWHTAIMIUOHHBIA — WJIONPOCT, pHomUryatr** wm  cenekcumar®**)  ummeror
JIOKa3aTeNbHYI0 0a3y MpH «IPOCThIX» U «ciIokHBIX» BIIC ¢ npexanmumsiproi JIT' [218,221]. [Tpu
3TOM B HHCTPYKUMSIX TO mnpumeHenuto nokazanus «JIAI, accomuupoBannas c¢ BIIC u
cuHApOMOM DifzeHmeHrepa», mwin «JIAT, acconuupoBanHasi ¢ KOPPUTHPOBAHHBIMU ITPOCTHIMU
BIIC» o6o3nadensl mns Tpex (Oo3eHTaH™*, MamuTeHTaH®* W cenexcumnar**) U3 BOCHMH

3aperucTpupoBaHHbIX B PO criennduueckux JIEroYHbIX Ba3oauIaTaTopos [221].

Pexomenpayercsi oocnenoBanue namnueHtoB ¢ JII', accouunposannoit ¢ BIIC, mo crangaptHOMY
JUArHOCTHYECKOMY anroputmy mnamueHtoB ¢ JIIT ¢ o00s3aTenbHBIM  HCIONB30BAHUEM
coBpeMeHHbIX Busyanusupytomux MerogaoB (MCKT, MPT) u upe3BeHo3HON KaTeTepu3aluu
cepaua [45,48, 118, 119]

PKO IC (YYPC, YIA)5)

PexoMenayercsi myabCOKCUMETPHUSI OTAENBbHO Ha pyKax W HOrax B MOKOE M MpH (pu3mveckon
Harpyske nanuenTam ¢ JII' mpu BIIC [12, 45, 48].

PKO IC (YYPC,YVY]5)

Pekomennyercs upe3BeHO3Has karerepusanus cepaua nauveHtam c JIIT npu BIIC pns
onpeneneHuss Tsxectd JII, yTouHeHHMs ee TeMOJIMHAMMYECKOTO BapUaHTa U ONpEIEIeHUs
MOKa3aHUM K XUPYPrUUECKOU KOppeKIuu u cnenuduueckoit tepanuu [12, 113, 118, 119, 222,
223].

PKO IC (YYPC, YA )5)

Pexomenayercs NpoBOAUTh OLIEHKY F'eMOAMHAMUKH, BKJIFOUasi OTHOLIEHUE JIETOYHOTO KPOBOTOKA
Kk cucteMHoMy (Qp/Qs), y mauuentoB c¢ JII' mpu BIIC TOnbKO ¢ mMOMOUIBIO HPSIMOI0O MU
Hernpsimoro meroaa duka [113, 118, 119,223].

PKO IC (YYPC, YA )5)

He pexomenayercs npoBeeHUE TECTa HA BA30PEAKTUBHOCTD Y B3pOCIbIX NanueHToB ¢ JIAT npu
BIIC [12, 48, 122, 217].

PKO HIC (YYP CB, YA 5)

KommenTapuii. Oyenka eazopeaxmusnocmu y 63pocivix nayuenmos ¢ JIAI' npu BIIC wue
NOKA3aHA U3-3a OMCYMCMEUS 0OWENnPUHAMbBIX KpUmepues, yKazvlearowux Ha onepadeibHoCmy

BIIC, a makowce uz-3a Kpaiine pedko2o omeema NAYUEHMO8 C «MATbLMU/CONYMCMEYIOUUMU
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oepexmamuy u nocie xoppekyuu BIIC na mepanuro BKK [12, 48, 122, 217]. Tepanua BKK
NPOMUBONOKA3AHA OONbHLIM C CUHOPOMOM Dli3eHMeHeepd, M.K. MOJdCem CnocoOCmeosamy
VBeIUYeHUI0 BeHOAPMEPUATLHO20 WYHMUPOBAHUS KPOBU U, MAKUM 00paszom, ycyeyoumso
eunoxkcemuro [6]. B cuny sviuienepeducienHvix 06Cmosamenbcme (Kpatine Maids 8eposimHoCcb
HON0JHCUMENbHO20 pe3yibmama, Heyenecooopaznocms nasHavenus BKK) nposedenue mecma na
8a30peaKmMusHOCMb Y OOJILHBIX ¢ CUHOPOMOM DU3eHMeHzepa He NOKA3AHO.

e Pexomennyercs nanpentam ¢ JIAI nmpu BIIC u otnHomennem Qp/Qs > 1,5:1 pagukanbhas
Xupyprudeckas /sHAoBackyisipHas koppekums (A16.10.024 3akpeitue pedekra
neperopoaku cepaua) npu uanekce JICC < 4 en. Byna x m? [6, 45, 48, 118, 119].

PKO IC (YYPC,YIA5)

e Pexomennyercs paccMoTpeTh BO3MOKHOCTh paguKanIbHOU
XUpyprudyeckoi/snaoBackyasipuoi  koppekuuun (A16.10.024  3akpeitne nedekra
NIEPErOpOJIKH CEepAla) C COXpaHEHHEM (EHECTPAlUH MEXIIPEICEPAHON MEPErOopoOaAKH y
narueHToB ¢ JIAT npu BIIC u otHOmenuem Qp/Qs > 1,5:1 npu unnexce JICC 4-8 en.
Byna x M’ HHIMBHMAyalbHO B 3aBUCHMOCTH OT JPYTMX KIMHMYECKHX U
reMOJIMHaMUYECKHX Mokazateneit [6, 45, 48].

PKO IIaC (YYP C, YV 5)

KommenTapmii. [lokazanus Kk paoukanbHou XupypeuuecKkou/IH008aACKYIAPHOU KOppeKyuu npu
unoexce JICC 4-8 ed. Byoa x M> u Kk HexomopbiM 6UOGM NAIIUAMUEHBIX IHOOBACKYIAPHBIX
onepayuti  (oMO0IU3AYUA  1€20UHBIX  KOLIAMEPANbHbIX — apmeputi npu  KpOBOXApPKAHbe,
CMEeHmMUpOBaHUI0 CME0.J1A 1e80U KOPOHAPHOU apmepuu npu uleMuy Muokapoa u op.) noopooHo
paccmompenvl 6  Eepasutickux  pexomenoayusx no ouacnocmuxe u aedenuto JII,
accoyuupoeanoii ¢ BIIC y e3pocnvix — 2021 [48].

He pexkomenayercsi pagukanbHas XUPYpPrUYECKas/SHIAOBACKYISPHAS KOPPEKIMH TMallueHTaM C
JIAT npu BIIC npu mugekce JICC >8 en. Byma x M?, mpu cunapome Dif3eHMeHrepa M
«wmanbrx/comyterByromux aedekrax ¢ JIAI» [6, 45, 48, 118, 119].

PKO HIC (YYP C, YA 5)

Pekomenayercs paccMOTpPETh BO3MOMKHOCTh Yy MALMEHTOB ¢ mpeTpukycnuaanbHsiMu BIIC u
ungexcom JICC >8 en. Byna x M? kopoTkuii (Heckonbko Mecsnes) Kype JIAT-cnenuduueckoit
Tepanuu ¢ MOCIIeIYIOIIEH TOBTOPHOM OIIEHKOH orepadenbHOCTH [45, 48, 219].

EOK IIbC (YYP B, YA 3)

He pexomenpayercss pytuHHas (reOOTOMHsS Ui CHIDKCHUS TOBBIIICHHOTO T€MaTOKpHUTa Y
MalMEeHTOB C CUHAPOMOM DiizeHMenrepa [12].

EOK ITIC (YYP C, Y] 5)
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KommenTapmii. /lpu Hanuuuy KiuHU4eCKUX CUMNMOMOS8 SUNEPBA3KOCIU KPOBU Y NAYUEHMO8 C
eemamoxkpumom >65% npeocoe e6ceco credyem obpamumev GHUMAHUE HA AOEKEAMHYIO
euopamayuio [12].

PekoMenayercss mpH HCIOJB30BAaHMM BEHO3HOTO JOCTYNa Yy NAIlMeHTOB C CHHAPOMOM
Dif3eHMeHrepa TimareabHas npoduiakTuka smoonwuit [12,45,48].

PKO IC (YYPC, YA 5)

Pexomennyercss tepanusi JIAT-cnemuduueckumu npenapatamu (cM. CIUCOK COKpalieHuH)
cienyomuM nanuenTam ¢ npekanuusipaon JII nmpu BIIC: 1) ¢ cunapomom DiizeHMeHrepa; 2) ¢
pesunyansHOi JIAI' mocie pagukanbHOl OuBeHTpHKYIsipHON Koppekiuu BIIC; 3) ¢ JIAT npu
MaJibIX/conyTcTBytonmx jaedekrax; 4) mocine omnepanuu DOHTEHA W JIBYHANPABICHHOTO
KaBOMYJIbMOHAJIFHOTO aHACTOMO3a 0€3 JOMOJHUTENBHBIX MCTOYHHUKOB JIETOYHOTO KPOBOTOKA
IpU OTCYTCTBUM JUCPYHKIMH CHUCTEMHOTO >KEIyJOo4YKa M MPH HAIMYUU MPU3HAKOB JIETOYHOU
COCYAMCTOM 00Je3HU (CpeHUI TPaHCITyIbMOHANBHBIN TpaiueHT > 6 MM pT. cT. u uHjaekc JICC
>3 en.BynaX/m?) u/uan HeIOCTATOUHOCTH KpoBooOpamienus [45, 48, 118, 217, 218, 220, 221].
EOK I-I1a-1Ib - B-C (YYP C, Y] 5)

Pekomenayercs HazHadeHwe Oo3eHTaHa™* manuMeHTaM C CHHIPOMOM OW3eHMeEHrepa MAiis
yiydieHus: Gu3ndeckoi paboTocrnocoOHOCTH U TEMOIMHAMUYECKUX MTOKa3aTesei

[12, 48, 220, 221].

EOK IB (YYP B, Y/ 2)

Pexomenayrorcs amOpuseHTan™**, mauurentan**, cungeHaduil, puonuryaT**, HHraasuOHHbIH
WJIONPOCT U cernekcunar** nanuentam ¢ npexamnwuisipaoit JII' mpu BIIC [12, 48, 218].

EOK I1IaC (YYP C, YA 5)

Pexomenayercs komMOWMHMpOBaHHas (HadajdbHas W TocienoBarenbHas) Tepanus JIAT-
cneunduyeckMMH Npenaparamu nauenTam ¢ npekanuuispaoi JII mpu BIIC [12, 48, 118, 221].

EOK IIaC (YYP B, Y]] 2)

3.5.2 Jlerounass aprepuajibHAsl THUIEPTEH3HMs, ACCOIMMPOBAHHASI C CHCTEMHBLIMU

3a00J1eBaHUSIMH COeTHHHUTENbLHON TKAHHU

Cucremnas ckinepoaepmusi — ayrouMMyHHoe CTt3CT HEM3BECTHOW ITHOJOTUH, NMPH KOTOPOM
nopaxenue jerkux B Buae JIAI' wim U3JI sBrnsercs oCHOBHOM NMPUUMHOW MPEXKIEBPEMEHHON
cMmepTH [224-226]. O6mmas pacpoctpaneHHOCTh JIAT cpenu manmenTos ¢ CCJl coctasinser 6,4%
(95% U 5-8,3%), a obmras 3aboneBaemocTh 18,2 ciyqast Ha 1000 uenoBeko-net (95% AU 12—

27,4), o JaHHBIM MeTaaHanu3a [226].
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Pacnipoctpanennocts nipu apyrux Ct3CT meHee m3ydeHa, 4TO OOYCIIOBJICHO 3HAYHTEIIBLHOU
penkocteio oOHapykeHus, Oonee 70% oT Bcex mammeHTOB ¢ JIAI mpm peBMaTHYeCcKUX

3a0oJieBaHUsIX cocTaBisitoT nammenTsl ¢ CCJI [227,228].

Pexomennyercs obcnenoBanue marmuentoB ¢ JIIT mpu  Cr3CT mo craHmapTHOMY
JTUArHOCTHYECKOMY anroputMy namnueHToB ¢ JII' ¢ uckimouenuem Hanbosee 9acTeix npuau JII
— TIATOJIOTHS JIETKUX W/WJIM TUTIOKCEMHS 1 3a00JIeBaHuUs JICBBIX OTACIOB cepama [12, 15, 16].
PKO IB (YYP C, Y/ 5)

KommenTapuii. Smuonocuss JII' y 6onvhvix Cm3CT neoonopoona u exaouaem: JIAI; JIT,
00yCN08NIeHHYI0 3a001e8aHUeM JeeKUX uw/uiu cunokcemuetl, nocmxanuiapuyro JII, na gone
3a60/1e8anUll 1€8bIX OMOEN08 cepoya (cucmonudeckas/ouacmonuveckas oucgynxyus), JIBOB;
XTOJII' y nayuenmog ¢ aumugocgorunuouvim cunopomom, uiu nocie TAJIA [229].
Pexomennyerca exerognbiii OxoKI'- ckpununr y mnaumentoB ¢ CCJl npu Hanuuuu
JIAT acconmupoBanHoro ¢peHorura (cuaapoM PeitHo Gonee 12 ner, HaIMYNE TeJICaHTHOIKTa3UH,
MOJIOKUTEITHHBIX AHTHUIICHTPOMEPHBIX aHTHUTEN, MMOBBIMICHUE YPOBHS MOYEBOW KUCIOTHI >340
MKMOJIb/JI, OTCYTCTBHE aHTUTEI K Tonouzomepaze-1) [6, 12, 230, 231].

PKO IB (YYP B, Y1/ 3)

KommenTapuii. [Jokazamenvcmea knunuueckou yenHocmu panuezo gviaenenus JIAI npu CC/H
ObLIU NONYUEHBL 8 NPOSPAMMAX CKPUHUHSA, NOKA3ABUIUX MEHee 8bIPACEHHbIEe 2eMOOUHAMUYECKUEe
HapyuweHUs U IyYuiyio 8bloicueaemMocmy y gvlasieHnvlx nayuenmos [129,130,225]. Pazpabomano
HEeCKONbKO aN20PUMMO8 CKPUHUH2A C UCNOIb308AHUEM KOMOUHAYUU KIUHUYECKUX NPUSHAKOS,
umMMyHono2u4eckux mapkepos, IOxoKI, ¢ynxyuonanvueix necounvix mecmos (uccieoosauue
HEeCnpoBOYUPOBAHHBIX ObIXAMENIbHLIX 00beMO8 U NOMOKO08, UCCIe008anue Oud@dy3uoHHou
CnocoOHOCmU  leeKux) U UCCIe008aHus — YypoeHs — N-mepMmuHanibHoeo — (pazmenma
Hampuilypemuuecko2o nponenmuoa mos206020 (NT-proBNP) 6 kpoeu 015 ombopa nayuenmos ¢
CC/] onsa YBKC (DETECT) [132] u Aécmpanuiickoui epynnul no usydenuio ckiepooepmuu (ASIG)
[229]). Cnedyem noouepkuyms, umo sonpocwvl ckpununea JIAI ne kacaromces nayuenmos ¢ CC/[
¢ U3JI u/unu nopadscenuem nesvix omoenog cepoya. Bwiaenenue JII' epynnet 3 u 2 6 xooe
OUHAMUYECK020 HADIIO0eHUs Y IMUX NAYUEHMO8 C8udemenbCcmayom o npozpeccuposanuu M3J1
U/UNU NOPAdCEHUS 1IeBbIX OMOEI08 cepoya, yXyouiaem npocHo3, u mpebyem, 8 nepeyio ouepeos,
onmumuzayuu mepanuu M3J1 u/unu nopasicenus nesvix omoenog cepoyd, noCKOAbKY pYmuHHoOe

HA3HA4YeHue ﬂAF—cneuuqbuqecxux npenapamoe osmum nayuenmam moixcem npueecmu K

yxyowenuto [129, 229, 231].

90



JIAT -accoyuuposanusiii penomun CC/] exnouaem anamuecmuyeckue ceeoerust (OIUmenbHoCmb
cunopoma Peiino 6onee 12 nem 0o nepsvix npusnaxos JIAI), knunuyeckue (meneansuskmasuu,
JUMUMUPOBAHHOE nopasiceHue  Kodcu uiu  e20  Omcymcmeue) u  1abopamopHwie
(cunepypukemusi, Haluyue AHMUYEHMPOMEDPHBIX aAHMUMeEN, OmMCYmcmeue aumumen K
monouszomepase-1) nokazamenu, cesizantule ¢ pazeumuem JIAI' y nayuenmos ¢ CC/[ [232]).
Pexomennyercs HanpaBisiTh ckpuHHpoBaHHbIX nanueHToB ¢ CC/ u npyrumu Ct3CT co cpeaneit
U BBICOKOI BeposiTHOCTBIO JIAT 1o JaHHbIM 3X0Kapauorpaduu B skcrepTHslii nentp JII' [12, 15,
16].

PKO IA (YYPC, VI 5)

Pexomennyercs naOmonenue mnamuentoB ¢ Ct3CT wu JII, oOycnoBnenHonr WM3JI wumm
3a00JIeBaHUAMHU JIEBOTO JKEITYyA0YKa, MHOTONPOQMIBHOW TPYNIOW CIEHATUCTOB, BKIIOYAs
Bpaya-KapAuoJora, Bpaya-1yJbMOHOJIOTa, Bpaya-peBmaroiora u ap. [6, 12, 15, 16].

PKO IA (YYPC, YA )5)

Pexomennyercs wucmonb3oBaTh HUCCIEJOBAHME YPOBHS MOYEBOM KHCIOTHI B KadyecTBE
JIOTIOJTHATEILHOTO TUArHOCTUYECKOro U Iporuoctuieckoro Mmapkepa JIAI' y manmentoB ¢ CCJI
[233-235].

PKOIB (YYP B, Y]/ 2)

KommenTapuii. ¥V nayuenmos ¢ CCJ/{ mouesas kucioma 6vi1a u0eHmu@duyuposana Kax maprep
NOBPENHCOCHUSL MUKPOCOCYO08, 0EMOHCMPUPYSL XOPOULYIO KOPPENAYUio ¢ ypo8HeM KpeamuHuHa 6
cvlgopomke u nokazamenimu eemoounamuxu [233]. T'unepypuxemus sensemcs 4acmolm
A6IEHUeM NpU MKAHE8OU 2UNOKCUU. NOBLIUEHHBIU YPOBEeHb MOUeB0lU KUCIOmMbl - NOOOYHO20
NPOOYKMA OKUCAEHUSL NYPUHOB, NOBbIUAEMCS NPU HAPYULEHUY OKUCTUMENbHO20 Memaboiusma u
obnapyosrcueaemces y nayuenmos c JIAI" paznuynoti smuono2uu npu 00OKA3aHHOU KOPPeNAyuU ¢
@K no NYHA, cmepmuocmoio u oucmanyueu TILIX [234]. JIAI-cneyughuueckas mepanus
3HAYUUMENILHO CHUIICAEM YPOBEHb MOYeB0l KUCI0mbl 68 nepughepuieckotl kposu [235].
Pexomennyercs mposenenrie UBKC Bo Bcex cimyuasix mogo3penus Ha JIAL, acconmmpoBanHyo ¢
C13CT [6, 12,15,16].

EOKIC (YYPC, YA 5)

Kommenrapuii. Yuumwisasa mnocogpaxmopnocme noswviwenus /[JIA y nayuenmoe ¢ CC/ u
HU3BKYIO UX BbIJCUBAEMOCMb, 6e0emcsi NOUCK OONOIHUMENbHLIX (aKmopos O paHHe20
svisinenus JIAI'. J{na pewenus eonpoca o neobxooumocmu YBKC npeonoscenvt anreopummol
panneil ouacnocmuxu JIAI, accoyuuposannoii ¢ CC/: 6 uccnedosanuu PHAROS npeonacaemcs
OYeHKA OAHHBIX UCCAe008AHUSI HECNPOBOYUPOBAHHBIX ObIXAMENbHbIX 00HEeMO8 U NOMOKO8 U

uccnedosanue ouggysuonnot cnocoonocmu neekux: coomuoutenue DPKEJI/ DLCO > 1,6,
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DLCO <55%, pacuemnoe daenenue 6 [IDK >35 mm pm. cm. [12, 236]. B uccneoosanuu DETECT
onst nayuenmos ¢ aumumupoganuoi gpopmou CCJ 6 meuenue ne menee 3 nem, OUAeHOCMUKA
ocHosvieanracb Ha oyenxke coomuowenus DPKEJI/DLCO, nanuuus meneaneudsxmasuii,
anmuyenmpomepuolx anmumein, yposHs NT-proBNP u mouegoti Kuciomol, y4umsl8aiuct maKue
OanHble, KaK OMKIOHEeHUe daeKmpudeckoll ocu cepoya enpaso na KT, nnowaow 1111 u ckopocmo
MPUKYCRUOAIbHOU  pecypeumayuu  no  oauuweim  OxoKI'  [132].  Ompuyamenvhas
npeocKazamenvHas YeHHOCms 0aHHo20 ancopumma cocmasuna 96%. Yuumvieas ¢unancosvie
3ampamvl U HEOOCMYNHOCMb HEKOMOPLIX UHCMPYMEHMANIbHLIX Memooo8 (ucciedosanue
ouggysuonnoti cnocoonocmu neekux (DLCO), ceéazamnvie ¢ HEOOXOOUMOCMbIO €XHCe200H020
06cnedosanus, 8vloeieHue 2pynn puckd, 0O03HAYEHHBIX 8 PEeKOMEeHOayuu, Npeocmasisiemcs
Haubonee yerecoobpasnvim. Hzonruposannoe cnudicenue DLCO nabniodaemces kax npu JIAL, mak
u ¢ Hauanouvim U3JI, nokaszamno, umo npocHocmuyeckoe 3HayeHue 0aHHo20 Memooa ycmynaem
ouaenocmuyeckomy [237].

He pexomenayercst npoBenenue tecta Ha BazopeakTuBHOCTH npu UBKC mammentam c JIAT,
accoruuposanHoii ¢ CT3CT [6, 12, 15, 16].

EOK IIIC (YYP C, Y 5)

KommenTtapuii. Cpeou nayuenmog ¢ JIAI'-Cm3CT nonoscumenvHulil 8a30peakmusHbulli mecm
Habnooaemcs menee, yem 8 1% ciyuaes, nosmomy oyenka eazopeaxmuenocmu 6o gpemsa YBKC
Y OaHHOU Kame20puu nayueHmos He npogsooumcs u, coomsemcmeenno, KK onsa nevenus JIAI
He npumensitomcs [129]. B 6onvwuncmee ciayuaes BKK npumensiom monvko 6 Kauecmee
mepanuu cunopoma Petino.

Pexomennosano y nanuenTos ¢ JIAIL', acconuupoBannoii ¢ CT3CT, npuMeHATh TOT ke aIrOpUTM
nedeHus, uro u 'y nauuenros ¢ MWJIAT [6, 12, 15, 16].

EOKIC (YYP C, YA 5)

KommenTapuii. Ilayuenmor ¢ Cm3CT npunumanu yuacmue ¢ PKU co ecemu epynnamu JIAIL -
cneyuguueckux npenapamos. Hasnauenue cneyughuuecxoun mepanuu JIAI 6oronoiv ¢ CCH
NO360UNI0 YEETUUUMb MPEXTIEMHION 8bldcugaemMocms nayuenmos ¢ 45 oo 56% [129, 238].
Oouaxo xonuuecmeo yyacmayrowux 6 PKU nayuenmos ¢ JIAI-Cm3CT neconocmagumo menwvue
no cpasuernuio ¢ yuciom nayuenmos ¢ UJIAI'. PKU, noceawennvie oyenxe JIAI -cneyuguueckou
mepanuu uckuoyumenvuo 6 2pynne nayueumoe c¢ JIAI-Cm3CT, 6 wnacmosiwee epems
omcymemeyiom. Omo umeem onpeodeneHHoe 3HayeHue, nockonvky nayuenmel ¢ Cm3CT 6onee
cmapuie2o 803pacma 4acmo UMerOm CKelemHO-MblueyHble NpodIeMbl U CONYMCMEYIOU)Io
NAamosno2ulo, Ymo 02PaHudueaem GblNOJHEHUe U UHMEPNpemayuto Hazpy3ounsvix npod [6, 49,

103]. 'V nayuenmos ¢ JIAI-Cm3CT ommeuancs menvuwuii npupocm oucmanyuu 6 TLIX no
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cpasnenuto ¢ bonvuvimu ¢ UJIAL. B smoii cea3u pe3yivmamovl nocieOHux 0o12ocpounvix PKU
SERAPHIN u GRIPHON [50, 183], oyenusarowux KoMOUHUPOBAHHYIO KOHEYHYIO MOUKY 8 8UOe
3a001€6aeMOCmMU/CMEPMHOCIU, NPEOCMABIAIOM 0COObIL UHMepec 8 Ko2opme NAYUueHmos C
JIAI'Cm3CT. Cnedoyem umems 6 6udy HeoOHopooHocms epynnwl nayuenmos ¢ JIAI-Cm3CT 6
PKU. Teuenue 3abonesanus, nopasicenue Jneekux u cepoya, @opmuposanue JIBOB,
conymcmeylowas mepanus U OCIOMCHEHUs MO2YM CYWEeCMBEHHO PAa3IudamvCi MexHcoy
nayuenmamu ¢ cucmemuou kpacrou eonyanxou, CC/[ u opyeumu Cm3CT. B 6orvuuncmsee PKU
namosno2us 1e2KUx UCKIOUANACh HA OCHOBAHUU OAHHLIX UCCIe008aAHUS (DYHKYUU BHEeUHe20
ObIXAHUS, M020a KAK 6bINOJHEHUE KOMNbIOMEPHOU momozpadhuu opeanos 2pyoHOU NoJIoCmu
mpebyemcs 0115 8viaeieHus uobposa/smepuszemst neekux. Kpome moeo, y nayuenmos ¢ Cm3CT
Yyacmo nopaxdcalromcs Jieevie omoenvl cepoyd, 4mo 3HAYUMENbHO YXyouilaem HpocSHO3 Y
nayuenmos ¢ JII' npu Cm3CT [239, 240].

He pexomenayeTcs nCnosib30BaHNE MMMYHOCYIIPECCUBHON M TPOTUBOBOCTIATTUTENILHOM Tepanuu
nist ieuenus JIAIT y manmentoB ¢ CCJH [129,226-228].

EOK IIIA (YYP C, Y 5)

He pexomeHayercs pyTMHHOE Ha3HAYeHHE aHTUTPOMOOTHUYECKUX CpelcTB nanueHTam c JIAT,
accoruupoBanHoil ¢ CT3CT, npu OTCYTCTBHM TONOJHUTENbHBIX NMOKa3aHui [129, 241, 242].
EOK IIIB (YYP B, Y1 3)

PekoMeHyeTcss NMPUMEHSTh CTPATETHIO OICHKHM pPHCKAa C JOCTIKEHHUEM HHU3KOTO pHCKa
neranpHOCTH B pesyabTare JIAI-cmenuduyeckoit Ttepanuu y maunumentoB  JIAT,
accoruuposanHoii ¢ CT3CT [6, 12, 15, 16].

EOK/PKO IC (YYP C, Y 5)

KommenTapwuii. PKU, cpasnusarowux sgpgpexkmusnocmo JIAI -cneyuguueckou monomepanuu y
nayuenmos ¢ JIAI'-Cm3CT, ne npogoounocv. B npunamuu pewenus no 6vi60py npenapamos
UCX00Umsv U3 PUCKA JIeKAPCMBEHHbIX —83AUMOOCUCMBUL, HATUYUL NOPANCEeHUs nedeHu
(bunuapnvii yuppoz neuenu) u nouex. Illpumenenue cmapmogol KOMOUHUPOBAHHOU U
nocnedosamenvrou JIAI' cneyughuuecxoti mepanuu npu JIAI'-Cm3CT npooemoncmpupogano
nonodicumenviuvie dggexmol, Kax u y nayuenmos ¢ UJ/IAI, 6 omHoweHuu ymeHbuleHus: puckos

Hebnazonpusamuslx coovimutl [12,129].

3.5.3 [lopTony,ibMOHAJIbLHAS TUNIEPTEH3US

[TopronynsmonanbHas runeprensus (noprolll’), kak npexanusmigpHas gopma JII', ormeuaercs y
2—6% mNalnMeHTOB C MOPTaIbHOW TMIIEPTEH3UEH MPHU MATOJOTMU WIM OTCYTCTBUHU MOPa’KEHUs

ME4YCHHU, KOTOpPYIO CICAYCT III/I(p(I)CpeHL[I/IpOBaTB C TIcCnaromyjJbMOHAJIBHBIM CHHIAPOMOM.
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[Tocnennuii pazBuBaeTcs Mnpu 3a00J€BaHUSAX MEUYEHH, BPOXKIAECHHBIX TOPTOCUCTEMHBIX IIYHTAX U
COIPOBOKAAETCA UjaTalluell COCYJI0OB JIETKUX B OTBET HAa TMIIOKCEMUIO ITpu HopMmasibHOM JICC
[49,127]. T'enaronmyiabMOHAJIbHBIA CHUHAPOM MOXET MPEAIIECTBOBAaTh WJIM pPa3BUBATHCA

oaHoBpeMeHHo ¢ moptolll’ [101, 244].

PexoMeHyeTcst BBIMONHATH YXOKapaAuorpaduio y manueHToB ¢ cumnromamu JII' mpu Hammauu
MaTOJIOTUU MEYSHU WM MOPTaIbHOM TMIIEPTEH3UH M y BCEX KaHIWJIATOB HA TPAHCIUIAHTAIUIO
neuenu [6, 12, 15, 16].

EOK IC (YYP C, YA 5)

KommenTapuii. Tpancmopaxanvnas IxoKI' sensiemcs memooom evibopa npu nooospenuu Ha
JII'; pexomenoyemcs 6 kauecmee UHCMPYMEHMA CKPUHUHSA ) NAYUEHMOS, ONCUOAIOUIUX
mpancniaumayuro nevenu [12].

PexoMenayercss mpoBOAUTh OOCIEOBaHUE MAIUEHTOB, HAXOJSIIIMXCS B JIMCTE OXHJIAHUSA Ha
MIPOBEICHUE TPAHCHIOTYIISIPHOTO BHYTPUIIEUEHOYHOT'O MOPTOCHUCTEMHOTO IIYHTUPOBAHUS WIIU
TpaHCIUIAHTAIlMM TICYCHH, JJIs HWCKIIOYEHUS] TMOPTOMYJIbMOHAIBHOM THUIEPTEH3UH, Kak
HE3aBHCUMOT0 MPEIUKTOPa CMEPTHOCTH [6, 15, 245].

EOK IB (YYP B, Y/ 3)

Pexomenyercst HanmpapiATh MAMEHTOB C MOPTOIMYJIBMOHAJILHON THIIEPTEH3UEH B DKCIIEPTHBIC
LIEHTPbI, pacrojararolue onbIToM padoThl ¢ 3adoneBanusimu rneuenu u JII' [6, 245].

EOK IC (YYP B, Y1 3)

VYV nanueHToB ¢ MOPTOMYJbBMOHAJIBHON THNEPTEH3UEH PEKOMEHAYETCS NMPUMEHSTH aJITOPUTM
nedyenus JIAT, yunTeiBas TskecTh 3a00J1eBanHus reuenu [6, 12, 15, 16].

EOKIC (YYP C, YA 5)

He pexkomennyercs HazHadeHue JIAT-cmenumduueckoil Tepanmuu manueHTaM € MOPTAIbHOM
runepreHsuel nmpu nossieHnu cpeanero [JIA u cepaeunoro BeiOpoca npu HopMaiabHoM JICC

[12, 127].

EOK IIIC (YYP C, Y1 5)

[lanpeHnTam ¢ TOPTONMYJIBMOHAJIBHOM THUIIEPTEH3HEN pekoMeHayeTcss HadanbHas JIATL-
cnenuduyeckas MOHOTepamuss C JajdbHEHIIMM Ha3HauY€HHWEM, TMPH HEOOXOIUMOCTH,
MOCJIeI0BATEIbHON KOMOMHUPOBAHHOM TEPATUHU C YYETOM OCHOBHOTO 3a00JI€BaHUsI M TIOKa3aHUN
K TpaHCIUIaHTaIuu nevyenu [12, 127].

EOK ITIaC (YYP C, YA 5)

KommenTapuii. [layuenmer ¢ nopmolll’ ne eéxnouanruce ¢ PKHU no oyenxe sghpghexmusnocmu/

bezonacnocmu JIAI -cneyuguueckoii mepanuu, ymo HeoOXO0OUMO YUUMBIEAMb NPU HA3HAYEHUU
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npenapamos, 0000peunvix 01 aevenus JIAI. YV nayuenmos ¢ nopmolll’ u ymepennvimu/
MANCENLIMU — HAPYUIEHUAMU — (YHKYUU NeyeHu, peKomeHOyemcsa uzbe2amov — HAZHAYEHUs
2enamomoKCUyHbIX npenapamos, 8 wacmuocmu AP [251, 252]. B niayebo-konmpoaupyemom
PKU PORTICO y nayuenmos ¢ nopmolll” (56% nayuenmos ¢ aiko2oibHbIM Yuppo3om neyeHu,
41% — eupycuvim eenamumom C) Ha ¢pone mepanuu mayumenmanom™* x 12-1i neodene
docmogepro cuudicanrocy JICC u cpll/IA, yeeruuusancs CH 6e3 3nauumvix usmenenuti @K npu
omcymcmeuu cry4aes KIuHU4eCKy 3Ha4umMo20 nogblileHUs yposHs mpancamunas [246].

Y nayuenmos c¢ nopmolll’ mpaouyuonno npumensiomcs HPD/[D-5. B unekommpoaupyemom
uccnedosanuu y nayuermos ¢ nopmolll” npu YBKC ommeuanocw chusicenue JICC u cp/l/IA uepes
3 eooa neuenus, oonomy u3 11 nayuenmos yoanocv yCneuino 6blNOJHUMb MPAHCNIAHMAYUIO
nevenu [245, 247]. [danuvle 0 npumeHenuu UHSAIAYUOHHLIX NPOCMAHOUOO8 O2PAHUYEHDL
COUHUYHBIMU KAUHUYeCKUMU cayyasmu. Hanuuue mpomboyumonenuu u 6bi1COK020 pUCKA
2emMoppazuyeckux OCI0JCHeHUll mpedyem OCMOPO’CHOCMU NPUMEHEHUs MOl  2pynnsl
npenapamos.

B PKU PATENT-1 11 nayuenmog c nopmolll nonyuanu mepanuto puoyuzyamom™** 2,5 me 3 pasa
8 Oenb, 00OHAKO ananusa d¢hgexmusHocmu/ 6e3onacHocmu iedyeHus 6 Mol Nnoodzpynne He
npogoounocv [177]. Hdannvie o npumenenuu azonmucma peyenmopos IIL] cenrexcunaza** y
nayuenmos ¢ nopmolll” noka omcymemayiom.

Pexomengyercst paccMOTpPeTh BO3MOXKHOCTh TPAHCIUIAHTALIMM TICYEHH Y TMAlMEHTOB C
ONTUMAJBFHBIM FeMOAMHaMHUecKUM 0TBeToM Ha JIAT -crienupuyeckyro Tepanuto [6, 12, 15].
EOK ITaC (YYP C, YA 5)

Kommenrtapuii. Tpancnaianmayuio neuenu cnedyem paccmampuéams 6 UHOUBUOYATbHOM
nopsioke y nayuenmog c¢ nopmolll’ npu oocmudiceHuu HOPMANbHOU UAU NOYMU HOPMATLHOU
senuuunvl JICC [12, 127, 245].

He pexkomenayercs TpOBOAWTH TPAHCIUIAHTAIIMIO TEYEHU TMAlMeHTaM C  TKEIon
MOPTOIYJIbMOHAIBHON TUNIEpTeH3uEl [6, 245].

EOK IIIC (YYP B, Y 3)

KommenTapuii. Pazsumue JIAI' conpsoiceHo ¢ 8biCOKUM PUCKOM CMEPMHOCIU Y NAYUEHMO8
nocie MpancniaHmayuy nevenuy no npuduHe maxcenol neyeHouHou namonocuu. npu cpJIA >50
Mm pm. cm. ommeyanacw 100% nepuonepayuonnas cmepmuocmo, npu cpdJIA 35-50 mm pm. cm.
u JICC >3 eod. Byoa - 50% [12, 15]. Meoswcoynapoonoe obwecmeo mpaucnianmono2o8 6
Kauecmee aOCONIOMHLIX NPOMUBONOKA3AHUN K MPAHCHAGHMAYUU NeYeHU NPeOSOHCUNO
2eMoouHamMu4ecKue Kpumepuu, Komopbvie HyHcoaromcs 6 oanvHeuuell eanuoayuu: cp/lJIA >35

mm pm. cm. u JICC >5 ed. Byoa y nayuenmos, nonyuarowux JIAI-cneyughuueckyro mepanuio
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[247]. Ilocne ycnewnoi mpaucnianmayuu pewieHue o 0e3ICKAIayuu ulu ommeHe mepanuu
NPUHUMAEMCSL HA UHOUBUOYAIbHOU OcHoge [12].

He pexomeHnmyercs — Ha3HadYeHHWE  AHTUTPOMOOTHMYECKHX  CPEICTB  MalMEHTaM  C
MOPTOITYJIbMOHATBHON TMIIEPTEH3UEH U3-3a PUCKA PA3BUTHUS FEMOPPArHuecKUX OCIOKHEHUH [6,
12, 15, 16].

EOK IIIC (YYP C, Y/ 5)

Kommenrtapuii. [layuenmoi ¢ nopmolll’ umerom 6biCOKUll puck Kpogsomeuenus, 6c1e0Cmsue
HapyWeHH020 CcuHmesa hakxmopos ceepmvl8aHus U HEKOHMPOIUPYEeMOU SUNOKOA2YIAYUU Ha
Gone npuema aHMUKOGZYNAHMOS, HAIUYUEM BAPUKO3HO PACWUPEHHBIX 6eH Nuuesood u
eemoppoudanvuvix et [15, 49, 127]. AumuxoazyissHmuas mepanusi Moxcem 00Cyircoamscsi npu

HATUYUY IHCUSHEHHO 8ANCHBIX NOKA3aHUL, makux kak ocmpas TOJIA [12].

3.5.4 Jlerounasi aprepuajibHasi TMNePTeH3Us, acconunpoBannas ¢ BUU-undexuneit

[IpuMeHeHHE BBICOKOAKTUBHOW aHTHUPETPOBUPYCHOM Tepanmuu M JOCTHIKEHUS B JICYCHUU
OTIMTOPTYHUCTHYECKMX WMHQEKINI CITOCOOCTBOBAIM YBEIHMUEHHUIO MPOIOJDKUTEIBHOCTH KHU3HU
naquentos ¢ BUY [12,128,248]. B cnekTpe cepaeuHO-COCYIUCTBIX oOclokHeHu JIAT
pasBuBaercs b y 0,5% naunentos ¢ BUU-undexnueil u sBisercs He3aBUCUMbBIM (aKTOpOM
pHucKa cMepTHOCTH. 3a cueT npumeHeHus JIAI-cneunpuyeckoil Tepanuu ynajnioch yJay4llIUTh
KJIIMHUYECKHUE UCXOJIbI C JOCTHKEHHEM TpeXJieTHEN BbbKHBaeMoCTH 72—84% [6,49]. Tlatorenes
JIAT-BUY T1pebyer wu3yueHus: B BOCHAIMUTEIbHBIX HMHQWIbTpaTaxX JETKUX BUPYC HE
00OHapy»UBaAETCsl, YTO YKa3bIBAET HA POJIb (PaKTOPOB BOCIIAJIEHUS U POCTa B KAUYECTBE TPUITEPOB
JIETOYHOM coCcyAMCTON O0Ne3HN y peapacnoiaoxkeHHbix nauentos BUY [249]. [Tpu JIAT- BUY
HE BBISBICHO KOPPEISILUU MEXIY TSDKECTBIO IeMOJMHAMMYECKHX HapyLIeHMM W CTaauen
OCHOBHOTO 3a00JIeBaHHS WM BBIPAXKEHHOCTbIO HMMYHOJE(QUIUTA, MOTYT BBISBIATHCA
nonofHuTeNbHbIE (pakTopbl pucka JIAI, Takume kak 3a0oneBaHHE TEYCHH (XPOHUYECKUM

BupycHblil renatut B unu C) nnm Bo3aelcTBre gekapcTB/ TOKCUHOB [12, 250].

He pexomeHayercs BbINIOJIHEHHE 3XoKapauorpaguu y OeccMMNTOMHBIX mHanueHtoB ¢ BUY
uHpexue [6, 12, 15, 16].

EOK IIIC (YYP C, Y/ 5)

KommenTapuii. M3-3a e2o wnuskou pacnpocmpanennocmu JIAIT npu BHY-ungexyuu
IxoKI ckpunune cuumaemcst HepayUOHANbHLIM Y beccuMnmomHulx nayuenmos. IxoKI credyem
nposoOUMs y NAYUEHMO8 C HeOOBACHUMOU OObIUKOU OJisl BbIAGIEHUS CEPOEYHO-COCYOUCTIbIX

oclodcHeHul, cea3annbix ¢ BUY, makux xax muoxapoum, xapouomuonamus, JIAI' [6, 12].
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Aneopumm  ouacnocmuxu npu JIAI-BUY coomeemcmsyem obwenpunamomy, YBKC
0bs3amenvHa 07151 NOOMeepIcOeHus npekanuiisiprozo muna JII' [6, 12].

Pexomen10BaHO Ha3HA4YEHHME BBICOKOAKTUBHOW aHTUPETPOBUPYCHOM TE€paIllMU BCEM ITALIMEHTaM
¢ JIAI'-BUY s ynyuienust mporuosa [12, 249].

EOKIA (YYPC, YA 5)

KommenTapuii. B cospemennvix pexomenoayusx 6blCOKOAKMUGHAS AHMUPEMPOSUPYCHAs
mepanus. pekomeHoyemcs écem nayuenmam ¢ BUY ene 3asucumocmu om yposus CD4+ u
supycHou Haepysku [12, 128]. llpumenenue 8bicOKOAGKMUBHOU AHMUPEMPOBUPYCHOU Mepanuu
He npedynpexcoaem pazeumue JIAI' u He okxa3zvieaem 6IUAHUA HA 2eMOOUHAMUYECKUE
napamempwi. Ananuz 509 cayuaes JIAI-BUY 3a nepuoo 1987-2009ze. noxaszan, umo
8bIXICUBAEMOCb ObLIA 8bIUUE ) NAYUEHTNO8, NOJYUAIOWUX AHMUPEMPOBUPYCHYIO mepanuio (55%
npomus 22%, p <0,01), y nayuenmos, nonyuarowux moiavko JIAI-cneyughuueckyro mepanuio
(76% npomue 32%), npu couemanuu anmupemposupycrot u JIAI-cneyuguuecxoi mepanuu
(69% npomue 38%, p<0,01) [249].

Pexomennyercs HauvanpHas MoHOTepanus nauueHtam ¢ JIAIL, accouuupoBanHor ¢ BUY-
uHpeKkuuel ¢ Ja’dbHEWIIUM Ha3HAuYe€HUEM, TMpPU HEOOXOAMMOCTH, MOCIEAOBATEIbHON
KOMOMHHMPOBAaHHOW TEpalUU C y4E€TOM COMYTCTBYIOUIMX 3a00JIEBaHUNA U MEXKIJIEKapCTBEHHBIX
B3auMojiercTBui [12].

EOK IIaC (YYP C, YA 5)

KommenTtapwuii. [layuenmor ¢ JIAI'-BUY ne exnouanuce 6 oonvwuncmeo PKHU. BKK ne
HA3HAYAOMes 9ot Kame2opuu OOIbHLIX 8 C8A3U ¢ omcymcemasuem gazopeakmugnocmu [6, 12].
Yoeoumenvnvie Odoxkazamenvcmea 6 nonwv3y npeumyujecmsea moz2o unu uHoz2o kiacca JIAI-
cneyugpuueckux npenapamos y nayuenmos ¢ JIAI-BUY ne nonyuenwl. llenecoobpasznocmo
UCNONIL30BAHUSA KOMOUHUPOBAHHOU MEPANUU OCHOBbI8AEMCS HA OAHHBIX Pe2UCPO8, NOYYeHHbIX
vy nayuenmos ¢ UJIIAI" [9, 24, 26]. Credyem npunumams 80 HUMAHUE PUCK BO3HUKHOBEHUSL HOBbIX
COCMOAHUL U 3a001€8aHUL, KOMOPble MO2YN CYUWeCME8eHHO usMeHaAms kax meuernue BUY u JIAT,
Maxk U NpoBOOUMYIO MEPANUIO C YYemOM MeNCIeKAPCMBEHHbIX 3aumooleticmeuu. Pazeumue
XOBJI npu JIAI™-BHY modxxcem cnocobcmeosame pazsumuio cunokcemuu [128].

Ipumenenue necenekmusnozo AP 603enmana™** 6 npocnexmueHom omxpvlmom uccied08anuu
BREATHE-4 y 16 nayuenmos c JIAI-BUY uepe3 16 nedenv npusoouno k yayuuwenuro @K (BO3)
u oucmanyuu 6 TIIX, yeenuuenuro CH u cnuoicenuio cp/lJ/IA npu xopoweii nepenocumocmu
npenapama [250]. C yuemom nomeHyuanvbHo20 63aumMo0elcmeus ¢ aHmupemposupyCHuLMU
npenapamamu mpeoyemcs muamenbHull 1a00pamopHblll MOHUMOPUHZ NPU  HA3HAYEeHUU

oozenmana™* [12]. Eounuunvie nayuenmor c¢ JIAI'-BUY exniouanuce 6 PKU  ARIES-1/2
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,GRIPHON u SERAPHIN [15, 50, 170, 183]. U®/]D-5 naubonee wacmo npumensomcs OJis
nevenusi nayuenmos c JIAI'-BUY, npusoos k ynyuwenuro @K u ymenvuwenuro cp/lJ/IA. Xoms npu
COBMECMHOM npueme ¢ UHeUOUMOpamu npomeas YCMAHOGIEHO NOGblULeHUe KOHYEeHMpayuu
cunderaguna 8 Kposu, 8 PYMUHHOU KIUHUYECKOU NPAKMUKe He ONUCAHO HeNCenamenbHblX
a60enuti u cucmemnou eunomonuu [175]. Ilpu JIAI'-BHUY noxa omcymcmeyrom OaHHble O
npumenenuu cmumyasmopa pl'l] puoyueyama**, a makdce KOMOUHUPOBAHHOU mMepanuu.
Cnedyem masznauame JIAI-cneyugpuueckyro monomepanuio Ha @doHe NPOMUBOBUPYCHBIX
npenapamos CUCMeMHO20 0elticmausl, 8 NOCaedyuiem no0 KOHmMpoiem npoghuis bezonachocmu
DPEKOMEeHOYyemcsi NpuHAmue UHOUBUOYATbHBbIX peuleHulli 0 KOMOUHUPOBAHHOU mepanuu y
nayuenmos ¢ JIAI'-BUY, ne oocmuzwux cmamyca Huzkoeo pucka [12].

He pexomenmyercss pyTMHHOE Ha3HauYe€HHWE AHTUTPOMOOTHYECKUX CPEACTB MAIMEHTaM C
JIATBUY [12, 15, 16].

EOK IIIC (YYP C, Y1 5)

KommenTapmii. B kxounnexcrou mepanuu JIAI-BUY anmumpombomuueckue cpedcmea 00b14HO
He NPUMEHSIOMCS 8 CBA3U C BbICOKUM PUCKOM KPOBOmMeueHUll Ha hone mpomoOoyumonenuu u
conymcemayouell namolo2ul, a makxaice 8C1e0Cmeue MeHCIeKapCmeeHHblx 83aumooeticmautl [6,
49]. Ilpu nanuyuu dicusHeyepodcarowux Kiunuveckux cumyayuu (ocmpas TOJIA), evicokom
pucke mpomoOOmMu4eckux coObimull AHMUKOA2YIAHMHAS Mepanus Moxcem o0CcyHcoamovcs 8

UHOUBUOYATILHOM NOPIOKe.

3.5.5 JleroyHasi BEHOOKK/IIO3MOHHAsi 00Jie3Hb W JIETOYHBIA KAWL PHBIH

reMaHruomMarTto3s

JIBOB u JIKT — penkue popmsl JII' ¢ xapakrepHbIM pemoaenupoanuem Benyl MKK [6, 12, 93].
Bepudukanus tuaraosza Hepeiko BO3MOKHA TOJIBKO ITPH BBIITOJIHEHUH ayTorcuu. B pesynbrare
IOJTHOT€HOMHOI'0 reHerudeckoro oOcnenoBanus 13 cemeil ¢ JIBOB BbIsBiIEHBI OnaielbHble
myTtauuu B reHe EIF2AK4, ycTaHOBIEH ayTOCOMHO-PELIECCUBHBIN TUII HaclIe0BaHUs. B oqHOM
cinydyae nokazaHa JIKI, uro mosBomsier paccmartpusare JIBOb m JIKI' kak nBa KiIMHHKO-
natosiornyeckux Bapuanta JIAI' ¢ mopaxenuem Benyn/ kammnisipoB MKK [6]. Hapsny c
TEeHETUYECKOM IpepacnonoxkeHHocTho GpakTopamu prucka JIBOB/JIKT sBastoTcs npumeHeHue
ANKWIMPYIOIIUX CPEJICTB, OPraHMYECKUX PacTBOPHUTENEH U, BO3MOXKHO, JIydeBas Tepanus [15,
27]. TIpu C3CT u BUY-undexuun moxer Hadmoaarscs Mopdonorndeckuit tun JIBOB/ JIKT,

YTO NPUBOJUT K ocnokHeHUsAM JIAT -ciennduueckoit Tepanuu y Takux naueHTos [25, 93].
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[TaniuentoB ¢ mogo3penuem Ha JIBOB/JIKI™ pekoMeHIyeTCs B CPOYHOM TOPSJIKE HAINPABIISATH B
skcnepTHbId nentp JII' g Bepudukanuu nuarnosa [6, 12, 15, 16].

EOKIC (YYPC, YA 5)

KommenTapuii. /[nsa ouaenocmuxu JIBOB/JIKT' npumensiemcs couemanue KIUHUHECKUX U
PDEHM2EHONO2UYEeCKUX OAHHbBIX, UCCTIe008AHUE HECHPOBOUUPOBAHHBIX ObIXAMENbHBIX 00beMo8 U
HOMOKO08, ucciedosanue OuPGOy3uoHHOU cnOCOOHOCMU 1e2KUX, 2eHeMUYeCK020 MeCmUpo8anUsl
o5t noomeepaicoenust JIAI ¢ sosneuenuem necounvix genyn/ kanuniapos [93]. Penmeenoepagus
JlecKux nosgonsem eviaeums aunuu Kepnu, ysenuuenue numgamuueckux y3no8 cpedocmenus u
UHMEPCMUYUATILHYIO UHGUIbMPayuio 8 OONOIHeHUue K Opyaum npusnakam JII'

[49]. KT opeanog epyoroti nonocmu s611emcsi OCHOBHbLM MemMOOOM HeUHBAZUBHOU OUACHOCTNUKU
JIBOD, swiagnaiowum mpuady XapakmepuvlX HNPUsHAKos. YEeHMPOIOOVIAPHLIL CUMNINOM
«Mamogo20 CMeKIay, YMoaujeHue MeHCOO0IbKOBbIX Nepe2opo0oK yeenrudenue TUM@bamuiecKkux
v3108 cpedocmenus [6, 12 ,93].

JIBOB/JIKI" moocem conpogoicoamuvcs  albBeOJISIPHbIMU  KPOBOMEUECHUSAMU, HOIMOMY 8
OPOHXOANLEEONIAPHOM IABAIICE YACHO NPUCYMCIEYem 8bICOKULL npoyeHm cudepogazos [47].
na nayuenmos JIBOF xapaxmepro pesxoe crudcernue (<50%) DLCO na ¢pone omcymcemeus
CYUieCmBeHHbIX HapyUeHULl MeXaHUuKy ObIXaHUus u 1e20yHvlx 0o6vemos [125]. ['ucmonoeuueckoe
uccredosamue 0Cmaemcst 30Jl0MvlM CManoapmom 0Jist noomeepacoenus ouaznosa JIBOB/JIKT,
00HAKO nposedenue OUONCUU 1e2KUX He PEeKOMEHOYEMCsl 8 CE53U C BbICOKUM PUCKOM OCTOHCHEHULL
[6, 12]. Bvisgnenue 6uannenvrou mymayuu cena EIF2AK4 y nayuenmos ¢ cemetinvimu hopmamu
noseonsem noomeepoums ouacnos JIBOB/JIKI 6e3 npogedenus oOuoncuu. Hecmompsa na
JIOKAnU3ayuio Namolo2u4ecko20 npoyecca 6 Ne20YHblX 6eHynax u kanuaiapax, [[3JIA y
nayuenmos yacmo 6vigaem Hudxce 15 mm pm. cm. Ilposedenue sazopeaxmuenoco mecma npu
nooospenuu Ha JIBOB ne pexomenoyemcs 6 cesazu ¢ puckom omeka neekux. Ilpu Hazwavenuu
onumenvHou JIAI cneyugpuueckoti mepanuu ciedyem yuumvléams GblCOKYIO BEPOSMHOCHb
pazeumusi omexa neckux [15].

Jna naunenroB JIBOB/JIKT pexomennoBano paccMoTpeTh HazHadeHue JIAI-cnenumpuueckoit
Tepanuy B UHAUBHUIYAIBHOM MOPSIIKE MO KOHTPOJIEM KIMHUYECKUX CUMIITOMOB U TTOKa3aTeNnen
ra3oo0MeHa, yUUThIBask BRICOKUN PUCK pa3BUTHSI OTeKa JIeTKuX [6, 12, 15, 16].

EOK IIbC (YYP C, Y1 5)

Pexomennyercs HampaBinenue mnaruenTtoB JIBOB/JIKIT B 1eHTp TpaHCIUIAHTONOTHU IS
BKIIFOUEHUS B JIUCT OKUJAHMSI TPAHCTUIAHTAIMH JIETKUX WM KOMILJIEKCa Ceplle-IerkKue

(6,12, 15, 16].

EOK IC (YYP CA, YA/ 5)
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3.6 JlerouHasi runepTeH3Ms BCJIeACTBHE MATOJOTHY JIEBbIX 0T/AeJ0B cepana (rpymnmna II)

[TaTonorus 1eBbIX OT/AEIOB CepAlla MPeACTaBIsIeT CO00H OAHY U3 Hanbosee yacTbix npuanH JII':
Ha joito rpynmnsl I npuxoautcs 65-80% Bcex cnydaeB nossienus JJIA. 'emoqunaMuyeckuii
TUI ocTKamwusipHo JII' acconuupyeTcst ¢ BBICOKOM cMepTHOCTHIO [6, 12, 20]. OTa dopma JII
otMmevaercs ipu HapymeHusx ¢yHkuuu JOK - CHE®B u CHc®B, MutpanbHbIX U aOpTaIbHBINA
KJIAIIAaHHBIX TTOPOKAX, BPOXKICHHBIX/TIPUOOPETEHHBIX CEPACYHO-COCYTUCTHIX 3a00eBanmsx [33,
34, 251, 252].

[annsle o pacripoctpaneHHocTy JII' BapbupyIOT B 3aBUCUMOCTH OT METO/IA BBISBIICHUS

(OxoKTI" wu YKBC) u nmaronoruu JIXK: y manuento ¢ CHH®B u CHc®B cocrasnser 40-72%
u 36-83% coorBerctBenHo [33, 34, 116]. KomOunupoBanHast mnoct-/mpekanusuiapHas JII
BcTpevaercs B 12-38% cmydae [6, 15]. ¥V manueHToB ¢ KianaHHbIMH mopokamu cepamna JII
BbIABIISIETCS Y 65% IMallMEHTOB C aOPTaJIbHBIM CTEHO30M 110 JaHHBIM Ox0oKI' u mpaktuyecku y
BCEX MAIIMEHTOB C MUTPAJIbHBIM CTEHO30M, a TaK)Ke y OOJIBIIMHCTBA MMAlIMEHTOB CO 3HAYUTEIHLHON
mutpanbHo peryprurauueit [20, 33, 34, 253]. Puck cMepTHOCTH YBEIMYMBAETCA IO MeEpe
nossimieHus JICC: y nanuentoB ¢ CHH®B, CHc®B, knanannoit naronorueit JICC>S en. Byna
yKa3blBa€T Ha HaJM4M€ BBIPAXEHHOIO MPEKANWUIIPHOIO KOMIOHEHTa M  HMMEET
HEONMAronpusITHOE MPOTHOCTUYECKOE 3HAYEHUE, YTO CIEAyeT YUYUThIBaTh Yy MAI[UEHTOB,
MEPEHECHINX XUPYPrUUECKOe JIeUeHUE M0 KOPPEKIUHU KJIallaHOB, TPAHCILIAHTAIIMIO CEepALla WU
MMIUTaHTaLuIo ucKyccTBeHHOTo JDK, a Takke npu HanpaBiaeHUH OOJIbHBIX B 3KCIIEPTHBIE LIEHTPbI
JIT [31, 112, 254].

B marodusuonoruu JII' BcnencTBue MaToOJOTMM JIEBBIX OTIENOB CEpAlla BBIIEISIOTCS TaKHe
MEXaHU3Mbl, KaK MAacCUBHOE MOBbIIIeHUE aapieHus HamonHeHus JDK u oOpaTHas mepenada
nasienust Ha cocynbl MKK; sHnorenuanbHas nuchyHKUuUs, Kak NpUYMHA Ba30KOHCTPUKIINU
JIETOYHBIX apTepuil U PEMOJIEIUPOBAHUS JIETOUYHBIX COCY/I0B, KaK BEHYJ, TaK W/WIN apTEpUOII;
munartanus/muchyskims [DK ¢ pazBuTueM OTHOCUTENBHOW TPUKYCHUAAIBLHON perypruTaivy;
HapyuieHue conpsbkenus mexay JIA n IDK [255, 256].

JII" rpynmnsr II MokeT pa3BHUBaThCA IO ABYM CLEHAPHUAM: C MPEUMYLIECTBEHHBIM ITOPAKEHUEM
JIEBBIX OTJIEJIOB cepla («JIeBOKEITYJOUKOBBIM (PEHOTUIT») WIIM PEMOJIETUPOBAHUEM KaK JIEBBIX,
TaK M IMPaBbIX OTJIEJIOB cepla («IpaBokKeTyJ0uKOBbIN (penotumn»). [locneanuit accounupoBat ¢
BbICOKOM cMepTHOCTRIO. [Ipn npoBenennn UKBC cnenyeT yunTeIBaTh, 4TO METIEBBIE JUYPETUKN
MoryT cHu3UTh BenumunHy JI3JIA. Hambonee crmokHOUM 3amadeld SBISIETCS TPOBEICHUE
muddepentmansHoi nuarHoctuku Mexay JIIN mpu CHe®B u JIAT (Tada.17. (Ilpuioxkenue
B1).
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VYV manueHToB C MaToJIOTHEH JIeBBIX OTAeNoB cepana JIIT MoxkeT ObITh 00yCIIOBIIEHA IPYTUMH
npuunHamMu — XTOJII wmnu JIAL, comyrcrByrommmu 3aboneBanusiMu jerkux (XOBJI,
00CTpyKTUBHOE anHo? cHa U Ap.). [TaruenTts! ¢ JII' npu CHc®B MoryT uMeTh HU3KY10 BETUUUHY

DLCO, koTopas siBI€TCS HE3aBUCUMBIM MTPEAUKTOPOM IporHo3a [116, 252].

[lepen mpoBeaeHuneM oOcienOBaHMUA MPU MOAO3peHHH Ha Tsokenyro JIIT y Bcex MaiueHToB ¢
3a00JIeBaHUSAMU JIEBBIX OT/EJIOB CepAlla PEKOMEHIYEeTCsl ONTUMH3UPOBATD JICYCHHE OCHOBHOTO
3aboneBanus [18, 19, 257].

EOKIA (YYPA, YA 1)

KommenTtapuii. YBKC Oonoxxcna nposooumvcst 6 9KCNepmublX YeHmpax nocie O00CMUdICeHUs
CMabunbHO20 COCMOSIHUA 6 pe3yabmame Onmumuzayuu jaedenus. Jluypemuku ocmaiomcs
KAH04eBblM NOOX000M K MEOUKAMEHMO3HOU Mepanuu npu HATUYUU 3A0ePIHCKU HCUOKOCIU Y
nayuenmos ¢ 3abonesanusmu iesvix omoenos cepoya [12, 15, 33, 34, 258].

PekoMeHyercss HampaBlieHHE B OKCICPTHBIA IEHTP MAlMEHTOB ¢ 3a00JICBAHUSMH JICBBIX
OTJICJIOB CepIa MPHU MOJAO03PEHUU Ha BBIPAKEHHYIO Npekanmwuisipayto JII' u/ wim mapkepamu
muchyukiun [DK ¢ nenbto noodcnenosanus [12, 15, 31,116].

EOKIC (YYP C, YA 5)

KommenTapuii. ¥ nayuenmos ¢ JII' epynnot Il kiunuueckue cumnmomsl u 0auHvle Pu3aUKaibHO20
OCMOMpPAa MO2Ym ONPeoensamvCs KAK OCHOBHbIM 3a001eeanuem, max u nosviuienuem J{JIA.
Hanuuue 6eno3noco 3acmos 6 neckux ykasvigaem Ha 603modicrHoe Hapyuienue gyuxkyuu JDK (cm.
Pazoen 5.1.1). Ilosviwenue BNP/NT-proBNP omwmeuaemcs Kak npu J1eso-, maxk u npu
npasodiceny0oukosol  nHeoocmamounocmu  [31, 33].  OxoKI' nozeonsem  npogsecmu
ougpepenyuanvrulli OuacHo3, onpedeaums 2emoouHamudeckuti eapuanm JII' u uanuuue
oucpynkyuu IDK [60-64]. JQuacnocmuueckyro unghopmayuro odonoanum OIKI, memoow
suzyanuzayuu, speocnupomempus [12, 112]. Cnedyem nanpasnsime 6 3KcnepmHvle Yenmpol
NAYUEHMO8 C HESACHbIM OUACHO30M NPpU NPeobaadanuu npekanuiisapuozo komnoneuma (JICC >35
e0. Byoa) ona npunsamus unoueudyaivHulx peuieHull.

PexoMenayercsi mpoBeaeHHEe Ype3BEHO3HON KaTeTepu3alluu cep/ia npu mnogo3penuu Ha JII' y
MAIMEHTOB C 3a00JIeBaHUSMHU JIEBBIX OTAENIOB cCepilla MpU HEOOXOJUMOCTH OTpeAeTeHUs
crpareruu nedenus [12, 15, 31, 116].

EOKIC (YYP C, YA 5)

Kommenrtapuii. Mnsasuenas oyenka 2emMOOUHAMUKU OONHCHA NPOBOOUMBCA 6 IKCNEPMHbIX
Yenmpax y nayueHmos 6 KIUHUYECKU CMAOUTbHOM COCMOAHUU 6 pe3ylbmame ONmumMusayuu

mepanuu. Tlokazanuamu x YBKC y nayuenmos c JII" epynnot 11 asnaiomces: nooospenue na JIAI'

101



unu XTOJIT; nooospernue na msoicenyro JII' ¢ evlpasiceHHbIM NPEKAnUuiIAPHLIM KOMHIOHEHMOM NPU
CHc®B; ob6cnedosanue neped mpancniaumayue cepoya [12, 31].  Iokazano, umo
eemoounamudeckue napamempwi (cpJIA, JICC, nooamausocme JIA, mpancnyibMoHa bHbIU U
ouacmonuyeckull epaouenm o0aeienusy) y nayuenmos c JII' ecredcmeue namonocuu 1e8bix
omoenos cepoya accoyuupyromcs ¢ Kiunuweckumu ucxooamu [12, 31, 116, 257]. Haubonee
ungopmamuenvim u3z Hux sersemcs eeauuuna JICC [116]. YV nayuenmos c evicokou
8EPOAMHOCMbIO KOMOUHUPOBAHHOU nocm-/npexanunisaprou JII' npu nopmansrnom /[3J14 6 nokoe
8 YCNOBUAX DKCNEPMHO20 YeHmpa cledyem paccMompems nposeoeHue mecma ¢ B0OHOU
Hazpysxou [259].

[Tatmentam ¢ JII' BcieacTBue 3a00J€BaHUM JIEBBIX OTAENOB Cepila MpU KOMOMHMPOBAHHON
noct-/mpekanwuisipaoit JII u morpanmunom JI3JIA (13-15 MM pr. CT.) PEKOMEHIOBAHO
paccMOTpeTh JIOTIOJHUTEIBHOE TECTUPOBAHWE C BOJHOM HArpy3kol [JIsi HCKJIIOYEHUS
MOCTKANUWJUIIpHOTrO KoMIoHeHTa [116, 259].

EOK IIbC (YYP B, Y/ 3)

Pexomenayercst mpoBeieHHE YPE3BEHO3HOW KaTeTEepU3allMM CEepJlla MAlMeHTaM C TSKEJIou
TPUKYCIUJANBHONH peryprutauueid c/6e3 3a0oieBaHUN JIEBBIX OTIEIOB Cepiala mepen
XUPYPrU4eCKUM WM UHTEPBEHIIMOHHBIM JeueHuem [12, 15, 31, 116].

EOK IC (YYP C, Y11 5)

He pexomenyeTcst Ha3HaAUYCHHE TPEapaToB, 0100peHHbIX Jyist euenus JIATL, namuentam ¢ JII
BCJICJICTBHUE MATOJOTHH JIEBBIX OTJET0B cepaua [12].

EOK IITA (YYP C, Y1 5)

KommenTtapwuii. [layuenmam c JII' npu namonocuu nesvix omoenog cepoya He NOKA3AHO
HazHauenue JIAI-cneyuguueckoi mepanuu. Ee s¢hgpexmuenocms oyenusanacy 6 HeOOIbUIUX
Kpamxocpounwix ucciedosanusx u PKU, komopwie 6 yenom nokasaiu omcymcmeue CHUMNCeHUs
3abonesaemocmuy U YIyyuleHus KIUHUYECKUX UCX0008, NpU 3MOM y psaoa NayueHmos
Hab00aNach 3a0epiHcKa HCUOKOCMU U YEeIUUUBANACy YACTOMA 20CNUMANU3AYUL 8 C843U C
yxyouwenuem meyenus XCH [116, 257, 28]. Oonaxo nasmauvenue JIAI'-cneyugpuueckux
npenapamos Modtcem 00CcyHcoamscs y OOIbHLIX ¢ KOMOUHUPOBAHHOU Nocm-/npekanuiiapiou JII'
C BbIPAICEHHbIM NPEKANUIAPHLIM KoMnoweHmom 6 yciosuax PKU noo wnabniodeHuem
cneyuanucmos dxcnepmuozo yeumpa JII'.

PexoMeHyeTcsi MHIMBUAYAIbHBIN MOIXO0 K JICUEHHIO MAaMEHTOB ¢ Tsbkenou JII' BcieacTBue
3aboneBanuii neBbix otAenoB cepamna (JICC >5 en. Byna) [12].

EOKIC (YYP C, YA 5)
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Pexomenayercss TimaTenpbHOEe HaAOMIOJEHUE 3a mnamueHTamMu ¢ Tsbkenord JIIT BeaeactBue

3a00JIeBaHUH JIEBBIX OTAEJIOB, OJTYYAIOIIMMH MIpenapaTsl, oJo0peHHsbie st aeuenus JIAT [12].

EOK IC (YYP C, VII]I 4)

3.7 JlerouHasi runepTeH3us BCJIeACTBHE NMATOJOTUM JerKUX U/ Wiu runokcemuu (rpynmna I1T)

JII' gacro wmabmomaercss y manueHToB ¢ XOBJI w/mmm smduszemoii, U3JI, komOuHammen
nero4Horo Gpudposa u ’MPU3EMBI U CHHAPOMOM OXKHUPEHUS-ATHBEOISIPHON TUTIOBEHTUIISINH |35,
36, 125]. ¥V nauueHToB C HapylleHUEM JbIXaHus BO BpeMms cHa JII' BcTpeuaeTcss peaxko npu
OTCYTCTBMM comyTcTByromeil naronoru — XOBJI win nHeBHOW runoBeHTUAUMU [12].
Cuauraercs, uro Ha BeicoTe >2500 m JII', BbI3BaHHas runokcuei, passusaercs y 0,5% Hacenenus,
YTO CBSI3aHO C TeOrpaUUIecKUMU U reHeTudeckuMu (pakropamu [36, 37, 157, 158].

Y nammentoB ¢ 3abomeBanmem Jerkux JIIT  kmaccuduuumpyercs Ha  OCHOBaHHH
reMOJIMHAMHYECKO OIIEHKHU KaK HeTskenas uiu Tsoxenas. Panee tsoxenas JII' onpenensnacs npu
cpJIJIA >35 mM pr. c1. i nipu cpJIJIA >25 MM pT. cT. B codetannu ¢ CU <2,5 n/mun/m? [6, 15].
B nacrosimiee Bpemsi nokazano, uro JICC >5 en. Byna siBisieTcss OnTUMAaIbHBIM TTOPOTOM JJIS
IIPOrHO3MPOBAHUS HEONAronpusATHRIX Ucxo10B y nauueHtoB ¢ JII' kak npu XOBJI, tak u U3J1
[260]. Hersxenas JII' pacnpoctpaneHa Ha panHux cragusax XOBJI w U3JI mo
CIIUPOMETPUUYECKUM KpuTepusM, Tsokenas JII' Bcrpeuaercs y 1-5% nanuentos ¢ XOBJI u ot 32
m10o 85% <10% mnamuentoB ¢ mo3guumu cragusmu U3JI [261-263]. Takoit paszbpoc
PacIpoCTPaHEHHOCTH OTPAXKAeT pa3jIMuHble cTaguu 3a00JIeBaHUs, IPUYEM Ha OoJsiee MO3THUX
stamax JII' Bctpeuaetcs vaine. CiaenyeT OTMETHTb, U4To naxe HeTspkenas JII mpu 3aboeBaHmsIX
JIETKUX OTPHULIATENIbHO BIMSAET HA CUMIITOMBI M BBDKMBA€MOCTh IAIIMEHTOB M CBsI3aHa C
YBEITUYCHUEM YaCTOTHI TocnuTanu3amnuii [264-266]. Passutue Tspkenon JII', kak mpaswmiio, He
3aBUCUT OT TOKa3arened (PYHKIMU JBIXaHHs, U KaK MPaBUJIO, COMPOBOXKIAECTCS THIIOKCEMHEH
W/WJM TUTIEpKaHUed U 3HauuTeIbHbIM cHIkeHneM DLCO [267].

Y manueHToB ¢ 3a0oneBaHUSAMHU Jerkux crueayerT wuckmoudate XTOJIIT wmm JIAT [125].
ConyrcTBytomye 3a0ojeBaHUSl cepllla TakKe YacTO BCTPEYAIOTCA Y MAIUEHTOB C
3a00JIeBaHUSMU JIETKUX M MOTYT crocoOcTBoBaTh pa3Butuio JII'. Beimensior pasnuyHbie
¢denotunsl JII' y manmeHToB ¢ 3a00J€BaHUEM JIETKUX, BKIIOYAs JIETOYHO-COCYTUCTBIN (heHOTHT,
KOTOPBIM XapaKTepU3yeTcsl JTydllleld COXPAHHOCThIO CIIMPOMETPUUECKHUX MOKa3aresaei, HU3KUM

DLCO, runokcemueii [35, 125, 268, 269].

103



PexkoMenayeTcss onTUMH3UPOBATH JIEYEHHE OCHOBHOTO 3a00JIeBaHUs, BKIIIOYAs THUIIOKCEMHUIO,
HApYIICHUS TbIXaHUsI BO BPEMsI CHA W/HJIM AIbBEOJISIPHYIO TUTIOBEHTUJISINIO, Y BCEX MAIlICHTOB
¢ 3a00JIeBaHUSIMH JIETKUX MIEpe]] MPOBEICHUEM 00CIICAOBAHUS MIPH MOI03PEHUH Ha TspKemyto JII'
[12, 125].

EOK/PKO IC (YYP C, Y 5)

Pexomenyercsi HanpaBiieHUE B SKCIEPTHBIA LEHTP MAlMEHTOB C 3a00JI€BaHUSIMU JIETKUX TMPH
nono3peHnn Ha Tspkenyro JII' ¢ nenpro joobcienoBanus [12].

EOK/PKO IC (YYP C, Y 5)

[Tpu nmono3penuu Ha JII' y manueHToOB ¢ 3a00J€BaHUEM JIETKMX PEKOMEHIYETCsl BBIIIOJIHEHUE
9XOKapauorpaduu B COYETAaHUH C HCCIEIOBAHUEM KHCIOTHO-OCHOBHOTO COCTOSIHHS M Ta30B
KPOBH, HCCIICJJOBAHUEM HECIPOBOIIMPOBAHHBIX JBIXaTEIbHBIX OOBEMOB U  IOTOKOB,
uccienoBanreM aud@y3rnonHoi cnocodbnocu nerkux, AanubiMU KT opranos rpynHoii nmonoctu
[6, 12, 15].

EOKIC (YYP C, YA 5)

KommenTapuii. [Ipu nooospenuu na JII' écnedcmeue namono2uu 1eeKux u/uiu eunokKcemuu
cnedyem yuumoleams Hanuuue paxmopog pucka JIAI" unu XTOJII; knunuueckue npusHaxku u
ocobennocmu meuvenuss 3a00nesanust (Hanpumep, Ovbicmpoe yXyouieHue nocie CmadulbHO20
MHO2ONIemHe20 meyenus, nompedHocms 6 kuciopooe);, @B/, exntouasn ananuz DLCO u eazos
apmepuanvhol Kpoeu), yposenb NT-proBNP; oannvie K1, OxoKI', euzyanruzayuu ¢ nomowvio
KT aneuocpaghuu necounvix cocyoos unu cyunmuepaguu neekux u, 8 omoenvruix ciyyasx, MPT
0711 oyeHku Heobxooumocmu nposedenuss YBKC. Opzocnupomempus Heobxoouma Onsi oyeHKu
ovixamenvuou unu CH y nayuenmos c¢ 3abonesanusmu neekux [125], xoms oOanHble 0
KAUHUYECKOM UCHONb308aHUU OJisl 8blAGNenus nayuenmos ¢ JII' npu 3abonesanusx neckux
02paHuvemsl.

Pexomennyercs IIPOBEJICHUE YPE3BEHO3HOMN KaTeTepusalun cepaua mpH
TSOKENbIX 3a0oseBaHMsIX Jerkux npu nogospenuu Ha JIAD wmmm XTOJIT, a takke B ciydae
TSKEJION TPaBOXKETyI0UKOBOW CEpJIEYHOM HEAOCTaTOYHOCTH, MpU OTOOpE KaHIUJATOB Ha
TPAHCIUIAHTALIMIO JIETKUX U XUPYPTrUUECKYI0 peAyKIHIo JierouHoro oowsema [12, 15, 16, 125].
EOKIC (YYPC, YA 5)

KommenTtapwuii. [lokazanua k YKBC npu JII' ecnedocmesue 3a60n1e6anuii j1ecKux 6KIHOYAOM
OYEHK)Y 803MOINCHOCMU XUPYP2ULECKO20 JledeHUsl (NpU paccMompeHuu 60npoca 0 603MO*CHOCMU
npo6edeHUs MPAHCHIAHMAYUU IeSKUX U ONepayuu no YMeHbUeHUI0 00bemMa 1e2Kux), no0o3peHue
Ha JIAD unu XTOJIT, a makoce 6 mex ciyuasx, ko20a 0ONOIHUMENbHAS UHDOPMAYUS NOMONCEM

¢enomunuposanuro  3abonesanusi u  6vibopy maxkmuxu Jaevenus [12, 269, 270].
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IIpeonoumumenvHo npogedeHue UHBA3UBHO20 00CNe008aHUs 6 dIKchepmHbIX yenmpax JII' npu
00CMUMNCEHUU KIUHUYECKU CMAOUNIbHO20 COCMOSAHUSA 6 pe3yibmame ONMmuMU3ayuu JjledeHus
OCHOBHO20 3a001€6AHUsL 1eCKUX.

PexomMenayercs mpoBeieHHE YPE3BEHO3HON KaTEeTepU3allUU Cep/lia MalueHTam ¢ 3a00JieBaHueM
JerKUX ¥ TMOAO3PEHUEM Ha JIETOYHYIO THUIEPTEH3HI0 IMPH HEOOXOAWMOCTH OMpeesIeHuUs
cTpareruu jgedyenus (6,12, 269].

EOKIC (YYPC, Y1 4)

PexoMenayercsi onTuMaabHOE JeUeHUE OCHOBHOTO 3a00JI€BaHUSI JIETKUX, BKIIIOYAs JJIUTEIbHYIO
OKCUTEHOTepanuto, y namnueHtoB c JII' BcienctBue 3abojeBaHHIl JIETKMX M XPOHUYECKOU
rurnokcemMuei [6, 12, 15, 16].

EOKIC (YYPC, YA 2)

KommenTapuii. Tepanesmuueckue nooxooet npu JII' epynnwt Il ocnosvisaiomces Ha
ONMUMU3AYUY TledeHUss OCHOBHO20 3a00Ne8aHUsl 1e2KUX, 8KAI0UAS HA3HAYEeHUe OKCU2eHomepanuu
U HeuH8a3UBHOU UCKYCCMBEHHOU SEeHMUNAYUU Ne2KUX, NPU HATUYUU NOKA3AHUU, 4 MAKHCe
yuacmue 6 npoepammax Jne2ounou peaodurumayuu [125]. Hmeiomcs ocpanuuennvie u
npomugopeuusvie OaHHvle 00 UCNOIL30BAHUU NPEnapamos, 0000peHHbIX O/l JledeHus
Hemsicenon  JII, ¢ 803MOJCHbIM — HEONALONPUAMHBIM — GIUAHUEM HA  2eMOOUHAMUKY,
nepeHoCUMOCms PUULECKOU HA2PY3KU, 2a3000MeH U UCX00bl Y IMOU Kame2opuu nayueHmos
[6,12].

Haznauenue JIAT -cnenuduueckux npenapaTroB He peKOMEHIYeTCs MalueHTaM ¢ HeTsokenoit JII
npu 3a00eBaHUsX JIeTKuX [6, 12, 15, 16].

EOK /PKO IIC (YYP C, YA 5)

KommenTapuii. Vccieoosanus no npumenenuio npenapamos, 0000peHusix ons aevenus JIAI
npu JII', ceazannoti ¢ XObJI unu smghuzemou, noxkazanu npomusopeuusvie pe3yibmamsl U, 8
OCHOBHOM, 02PAHUYeHbl HeOOIbUUM PAZMEPOM BbLOOPKU, KOPOMKOU NPOOOIHCUMENbHOCTbIO U
He00CmamouHou cemoounamudeckol xapaxmepucmuxou JII' [6, 12, 125]. HU3-3a omcymcmeus
kpynuvix PKH 6 nacmoswee epems HedocmamouHo O00Ka3amenbcme O/ peKoMeHOayuu
npenapamos, 0006pennvix 01 aevenus JIAI, nayuenmam c JII" npu XObBJI. [layuenmor XOBJI ¢
nooo3perueM Ui noomeepicoeHnou msaxcenou JII' 0ondxcuvl bbims HanpasieHvl 6 yenmpol JII°
0Nl NPUHAMUSL UHOUBUOYATILHO2O peutenusi. B psoe uccnedosanuti 2-ui u 3-ui ¢azwr npu
Haznavenuu AIP unu cundenaguna nayuenmam c JII' npu U3JI, nonyuenvt ompuyamenbHvie
pe3yviomamet [6, 15]. Pezynomamet psoa PKU ¢ yuacmuem nayuenmos c JII' npu XOBJI, maxoice
okazanucy HeeamusHoimu [12]. Oouaxo, 8 Hacmoswee pems umeromcs 00CmogepHvie OaHHble

0 nonvze npumeneHus cunoenaguia y nayuenmos c M3JI [270], nokazano yayuuwenue
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8bINHCUBACMOCU, (DYHKYUOHATbHBIX JIe20YHLIX eCmo8 U YeeluyeHue moaepaHmHoCmu K
@uzuueckoil Hacpy3Ke Y NAYyueHmos, NOaYYauux maxylo mepanuio.

Pexomenayercss MHIMBHLYAIBHONW IOAXOJ K JICYEHUIO IALMEHTOB ¢ Tshkenou JIIT Beiencreue
3aboneBanuii jgerkux [6, 12, 15, 16].

EOK/PKO IC (YYP C, YA 5)

Pexomenyercsi paccMOTpeTh HazHaueHUe cuiaeHaduna nanuentam ¢ tsoxenoi JIIT Ha ¢one
n3J116, 12, 15, 16, 270].

EOK/PKO I1aC (YYP C, YA 4)

He pexomenayercst HaznaueHue amOpu3entana* *mamuentam c JII' senencreue UJID [12, 271].
EOK /PKO IIIB (YYP B, Y1/ 2)

KommenTapuii. I/lpu nazunauenuu amoébpuzenmana™* nayuenmam c¢ HU3JI ¢/ 6e3 JII' Oviiu
NONY4eHbl HeOnazonpusmmusle CUSHANbL 0 0e30NACHOCMU, C8A3AHHble C NOBbIUEHHbIM DUCKOM
KAUHUYecko2o yxyouenus [271].

He pexomenmyercs HasHaueHue puoruryata** mamuentam ¢ JIIT mpu uHIuomaTudecKoi
WHTEPCTUIIMATBHOM MHEBMOHMH [12, 272].

EOK/PKO IIIB (YYP B, Y]/ 2)

KommenTapuii. /lpumenenue puoyucyama™* 6v110 c643aH0 ¢ NOBbIUEHHBIM PUCKOM COObLIMULL
KAUHUYECKO20 YXYOUleHUsl, KII0YAs pUCK cmepmuocmu, y nayuenmos ¢ JII', accoyuuposannou ¢

UOUONAMuU4eCKUMU UHMEPCMUYUATbHLIMU NHeBMOHUAMU [272].

3.8 Jlerounasi runepTeH3usi BCJIEACTBHE 00CTPYKIMH Jero4HbIX aprepuii (rpynna IV)

XpoHuueckasi TpomOodMOonuyeckass nerounas rumnepTersust (XTOJI) xapakrepusyercs
HOCTTPOMOOIMOOIMYECKUM OOCTPYKTUBHBIM peMojeiInpoBanueM BeTBei JIA B coueranuu c
BTOPUYHON JUcTanbHOM Backyiomnaruel cocynoB MKK ¢ passutnem npekanumuisgpHoi JIIU [6,
12, 38, 44]. Ilpu OTCYTCTBHUM TOYHBIX OJMHJIEMHUOJIOTUYECKUX JaHHBIE CUUTAETCS, 4YTO
3aboneBaemMocTh XTOJII" cocraBnser 5-15 ciny4yaeB Ha MUJUTMOH HaceneHus B rof [12, 21, 38,
123]. Yacrora XTOJII' cocraBusier 0,1-9,1% B TedyeHue mnepBbIX ABYX JIET MOCIE 3MHU30]a
cumntomHoit TOJIA [57, 89]. Ilpu nuddepennmansuoit nuarnoctuke XTOJIIT cnenyer
UCKJIIOYaTh JApyrue npuuuHbl o0cTpykiun JIA (capkoma JIA, sMO0Ius OMyX0JIEBBIMHU KIIETKAMU,
napa3uTHUYeCKue (IXMHOKOKKO3HBIE KUCTHI), SMOOJIMH MHOPOAHBIMH TEJIaMH, BPOXKICHHbIE WIIH
npuoOpeTeHHbIe cTeHO3bI JIA).

Huarno3z XTOJII' ocHoBBIBaeTCS Ha pe3yibTaTax OOCJIENIOBaHMS MalMeHTa ¢ JKajo0aMu Ha

OJBIIIKY W/WIIA CHUKEHHE TOJICPAHTHOCTHU K CbI/ISI/I‘IeCKI/IM Harpyskam, IIpOBCACHHOI'O CITYyCTs, KaK
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MHUHMMYM, TPH MECALA aHTUKOATyJISHTHON Tepanyiy B TEPAeBTUYECKUX 103aX NPH BBIBICHUN
kputepues npexkanuuisipaoit JII' (cpAJIA> 20 mMm pt. cT., JA3JIA< 15 MM pt. cT. n JICC> 2 en.
Byna) B coderanuu ¢ Bu3yanusanuei moctTpomM003MO0aueckoro nopaxenus JIA mno JaHHbIM
KT anrmorpaduu j1erouHslx cOCyAOB W/WIM aHrHMOrpaguu JEro4yHOW apTepuu CEIeKTHUBHOMN
(aaruomynbMoHOrpadus) w/wim Hamuuus  aedexrtoB mepdy3un npu  nepdy3HOHHON
CHMHTUTpApUH JIETKUX MpPH OTCYTCTBUM BEHTWIANMOHHBIX aedekroB [12]. Ilpu wanmmuum
noCTTPoMO03IMOOIMUECKNX TopakeHUi JIA 1o JaHHBIM METOOB BHU3YaJIM3allMU Y MAIlMEHTOB
6e3 npexammnsipHoit JII' muarnoctupyercs XTOBJI [38, 125].

XTOJIT' siBasieTcst peKuM MO3AHUM ocinokHeHnueM TOJIA, mpu 3ToM BIUsHHE OOJBITMHCTBA
KJIACCHYECKUX (DAaKTOPOB pPHCKA Pa3BUTHS BEHO3HBIX TPOMOOIMOOIUYECKHX COOBITHI Ha
dopmupoBanne XTIJII' He moaTBepkAeHO. [ TaKUX MPOTPOMOOTHUECKUX COCTOSIHHM Kak
aHTU()OCHOMUNUIHBI CUHAPOM, HCTHHHAS IOJMLUUTEMHUS, CIUICHIKTOMHUS, TOMO3UTOTHOE
HOCHUTEJILCTBO MOJIMMOP(HOro BapuaHTa reHa V (pakropa CBEpThIBAHUS KPOBH, BHICOKO/1030Bast
3aMeCcTUTENIbHAsl TOPMOHAJbHAS Tepamusi IMpU TUIOTHPEO3E, HaJIMYWe BHYTPUCEPICUHBIX
YCTPOMCTB, BOCHAIMTENbHbIE 3a00J]€BaHMsI  KUIIEUYHUKA, AaKTHUBHOE  OHKOJIOTMYECKOE
3aboseBaHue OblIa MPOJEeMOHCTpUpoBaHa accouanus ¢ pazsutueM XTOJII. Ilepedncnennsie
COCTOSIHUS Hapsily C aHAMHE30M PELUANBUPYIOLINX BEHO3HBIX TPOMOO030B, TOPAKEHUE KPYITHBIX
BeTBell JIA npu octpoit TOJIA ¢ npusnakamu nieperpysku [DK cnexyer otHocutsh K (pakTopam
pucka passutus XTOJIT [12, 43, 273].

Knuanueckue cumnromsl XTOJIIT HecnenuduuHbl, y 4YeTBEPTH NALMEHTOB B aHAMHeE3e
OTCYTCTBYET yKa3aHue Ha anu3of TOJIA, a ogplmika pa3zBuBaeTcs MOCTENEHHO, YTO 3aTPyIHAET
CBOEBPEMEHHYIO TMAarHOCTHKY 3a0onieBanus [274]. [nsa panneit quarnoctuxku XTIJI cnexyer
YUYUTBIBaTh, 4TO ocTpas TOJIA MoxeT pa3BHBaThCs Ha (DOHE CYHIECTBYIOIICH Yy MalMeHTa
XTOJII'. O6 3TOM MOTyT CBHMJIETEIbCTBOBATH TaKHE MPU3HAKU, KaK IMOBBILIIEHHE PacUETHOM
CIJIA> 60 mm pt. cr. 1o nanHbIx OXoKI' n npusnaku XTOJII npu KT [44, 88].

CoxpaHenue >xajno0 y MalMeHTa Ha CHM)KEHUE TOJEPAaHTHOCTH K (U3NYECKUM Harpyskam,
OJIBIIIIKY Yepe3 TPU Mecslla aHTUKOATYJISTHTHOM Tepanuu mocie smuzona TOJIA, ocodenHo npu
Hanmuuu gaxtopoB pucka XTIJII™ Tpedyet Boimonnenus OxoKI™ u onenku BepositHocTH JII' y
6onbHOTO [275]. IIpn HU3KOI BepostHocTH JII' mo manHbM OX0KI' 1 HanUuKMs y CUMITOMHOTO
nanuenta (aktopoB pucka XTOIJI[T memecooOpa3HO BBIMOJHEHHWE HPTrOCTUPOMETPUU IS
mubdepeHIMaTbHOM  JUArHOCTUKM OJBIIKKM W OTOOpa NAIMEeHTOB /s JajbHeHIero
obcnenoBanus, Bkarodass UBKC [101, 276-279].

KT opranoB rpyJHON MOJOCTH C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHHMEM SIBIISETCS

BaXHBIM MHCTPYMEHTOM JH(EepEeHIINATIHOTO TUarHo3a 1 OLEHKU OnepadelbHOCTH MalueHTa ¢
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XTOJIT [81, 82, 88, 281, 282]. AnbTepHaTHBHBIC METOIbI BU3YaTH3AIMH TTepdy3Un, TaKue KakK
nocTpoeHue nepdy3uoHHBIX KapT Mo JnaHHbIM JByxdHepretudeckord KT wmmu MPT umeror
JUAarHOCTUYECKUN TMOTEHLHAJ, HO OrPAaHMYEHHYIO JOCTYIHOCTh, 4YTO 3aTPyAHSET HX
MHOTOLIeHTpoBYI0 Banuauzaiuioo. YBKC B coderanunm ¢ anruorpadueit jJeroyHo aprepuu
CEJICKTHUBHOW (QaHTMONYJIbMOHOTpadusi) BBINOJIHSIETCS B YCIOBHUSX OSKCIIEPTHOTO IIEHTPA,
SIBIIIETCSL 00S3aTENbHBIM JUArHOCTUYCCKUM METOJOM Ui Bepudukammu auarHosa XTOJIT,
OIICHKH OTepadeTbHOCTH MAIMEeHTa U OTlpeIeIcHHs JieueOHoM cTpareruu [283-285].

Anroput™m obcnenoBanus OonpHOro ¢ mojgo3penneM Ha XTOJII/XTOBJI mpencraBnen Ha
pucyuke 4 (Ilpunoxenue b1).

B neuenun nanmuento XTIJII mpuMeHseTcs MyJIbTUMOJATBHBINA MOIXO0/ ¢ BHIOOPOM B MOJIB3Y
XUPYPTrUYECKOro JICUYCHHSI y BCEX TEXHUYECKH ONepabeNbHBIX MallMEHTOB; HeorepadeabHbIM
nanueHTaM Ha3HavaeTcs crenuduueckas Tepanusi, ogo0peHHas 1js jgedenus o6onbHbix JIAL: ¢
Y4eTOM IpeKanuuIsipHoro xapakrepa JII' ¢ Haauurem IucTaabHOM JIEroYHOM BaCKYyJIONATUU IPU
XTOJII' obocHoBano npumenenue JIAI-cnermduueckoin tepanuu [38, 44, 52, 283]. Ilpu
TEXHUYECKON BO3MOKHOCTH MPOBEACHUS YHIOBACKYJISIPHOTO JICUYCHUS MAIMEHTaM MPOBOSATCSA

CECCHH TPaHCITIOMUHAJIBLHOMN OAJIJIOHHOW aHTHOIUIACTUKH JITOYHOU apTepuu [285-287].

Pexomenyercst mpoBenieHre 1a00paTOPHOTO CKpUHUHTA HAa aHTU()OCHOIUIUIHBIN CUHAPOM y
namuenToB ¢ XTOJII [12, 38, 44, 52].

EOKIC (YYPC, YA 5)

PexoMenayercsi mpoBeZieHHE OIEHKHU OMepadeNbHOCTH MYJIbTHIUCIUIUIMHAPHOW KOMaHAON B
sKkcriepTHOM TieHTpe JII™ uTst BRITIOTHEHUS JISTOYHOM TPOMOIHIAPTEPIKTOMHH Y BCEX MAI[CHTOB
¢ BepudunupoBanubM auarnozom XTOJIT [12, 15, 38, 44, 52].

EOKIC (YYPC, YA 5)

Kommenrtapuii.  Ocnognvim ~ memodom  neuenus  XTOJIIT  cuumaemcsa — necounas
mpombaHdapmepakmomus (J133), cmepmrocms npu KOmopoi 8 KPYNHuIX e8PONEtCKUX YeHmpax
cocmaensem <3,5% [38, 273 ,283, 284]. Tpexnemuss visrcusaemocms nayuenmos nocie JI33
cocmasnsiem 90% [38, 52, 273]. Pewenue 06 onepabenvHocmu 001bHO20 NPUHUMAEMCS
MYTbMUOUCYUNTUHAPHOU KOMAHOOU (8pay-Kapouoioz/epau-nyivmononoe - cneyuanucm no JiI,
8DAYU-PEHM2EH0N02, BPAU-CEPOCUHO-COCYOUCMbILL XUPYPS U 6pay No pPeHmeHIHOOBACKYIAPHbIM
ouaznocmuke u neuenuio) 8 IKcnepmuom yeumpe JII, umerowem 0ocmamoyHbulil Onblm 8blNOJIHEHUs
XUpypauuecko2o, dHO0BACKYNIAPHO20 JleYeHUs, Ha3ZHaueHus u oyenku s¢gexmusnocmu JIAL -
cneyuguueckou mepanuu 3moiu xamezopuu 6onvuevix [6, 12, 38]. BoavHoti npusnaemcs

H€0}’l€pa5€ﬂbelM, eciiu peweHue npuHumaemcs, KAK MUHUMYM, ()Gy/l/lﬂ He3asucCuUMviMu
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akcnepmubiMu yeumpamu. Kpumepuamu ombopa nayuenmos 051 XUpypeuueckoz2o jeyeHus
CyHcUm OOCMYNHOCMb mpomboos 6 cmeone JIA, oonesvix unu ceemenmapmwix JIA. Bospacm
nayuenma He A6IAemcs NPOMUBONOKA3AHUEM K ONEpaAmueHOMY JNe4eHUulo, makx odice, Kaxk u
senuyuna JICC u nanuuue oucghynkyuu IDK.

PekoMenayercsi mpoBeneHuEe JIETOYHONM TPOMOIHAAPTEPIKTOMUM TEXHUUYECKU OMNepadenbHbIM
namuentam ¢ XTOJII [12, 15, 38, 44, 273, 283].

EOKIB (YA C,YYPS)

KommenTapuii. B omauuue om xupypeuueckoti amoonrsxkmomuu npu ocmpoui TOJIA, nayuenmam
XTOJII nposooumcs bunamepanvHas swoapmepskmomuu uz eemeeti JIA 6 yciosusx 2nyboxoii
sunomepmuyu U OCMaHo8Ku  Kpogooopawenus [284, 288-291]. Ilocreonepayuonnulil
penep@hy3uonHblL OmeK Modcem nompedosams nposedenust genoapmepuaivrot IKMO

[38, 44, 292].

Y muoeux nayuenmos XTOJII" npumensaomes KomMOUHUpOBarHwvle NOOX00bl leYeHUs - COYemanue
JIDD, 5HO08ACKYIAPHO2O U MEOUKAMEHMO3HO20 JIeYeHUs, NPU 3MOM 8bl00p Memoodo8 U Ux
NOCIe008aMeNbHOCMU — ONpedensiemcss  AHAMOMUYECKUM — eapuanmom  nopagicenus  JIA,
8bipadiceHHocmoio Hapyulenuti cemoounamuxu MKK, npogunem conymemsyrowei namonoauu
[52, 273, 293-296]. B cnyuae omkasa om onepayuu y nOmeHyuaIbHo onepadebHo2o 601bH020 ¢
NPOKCUMAIbHLIM 8apuanmom nopasxcerus JIA (enaeuvie u donesvie eemeu JIA) namunemuss
BBINHCUBAEMOCIb 3HAYUMENbHO CHUdCcaemcsa u cocmasasiem 53% npomue 83% y nayuenmos
nocne JI2D [297]. Haxonnen mexomopwiti onvim, ceudemenbcmayiowuti 06 s¢hgexmuenocmu
JIDD y nayuenmos ¢ XTOBJI 6 naane ynyyuieHus moiepanmuocmu K uuieckum Hazpy3sKam,
npu 5MOM peuieHue 0 HeoOXOOUMOCMU ONEPAMUEBHO20 JleYeHUsl OO0JHCHO NPUHUMAMbCA C
MWaAmenbHbIM AHATU30M COOMHOWeHUs puck/noavsa [12, 38, 44, 273].

[Tamentam ¢ XTOJII' uyepe3 3-6 MecsueB mocie JIETOYHOH TpOMOIHAAPTEPIKTOMHUU
pEeKOMEH/yeTCs  MPOBEJECHHE  KOMIUIEKCHOTO  OoOcieloBaHMs, BKJIIOYas  IPOBEIECHUE
YpEe3BEHO3HOM KaTeTepu3aiuu cepana [6, 38, 123, 273].

EOKIC (YYP C, YA 5)

Kommenrtapuii. Oyenxy saghgpexmusnocmu JIDD crnedyem npogooums uepes 3-6 mecayes nocie
onepamugnozo nedenusi ¢ oyenxou cemoounamuxu MKK. Pesudyanvnas JII' nocne JIDD
passusaemcs  y 25-36% nayuenmos. OCHO8b16aACH HA OAHHBIX HEOONLULO2O YUCIA
HaobaroamenvHulx ucciedosanuti u PKU, oyenusarowux s¢ppexmusnocmeo JIAI-cneyuguueckou
mepanuu, kpumepuamu pezudyaivrou JII' nocre JIDD credyem cuumams: cpJIA> 25 mm pm.
cm., [[3JIA< 15 mm pm. cm. u JICC >4 e0.Byoa [294-296, 298, 299]. [1o 3axnoueHuto poccutickux

9KCnepmos, 8 kauecmee kpumepues pesuoyanvrotl JII' nocne JID3 yenecoobpasno npumenamo
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npunamsie kpumepuu npexanuinaprou JII': cplJIA> 25 um pm. cm., [{3JIA< 15 mm pm. cm. u
JICC >3 eo. Byoa.

Hanvuetiwee HaO00enue nayueHmos OO0NHCHO OCYWECMBISAMbC ence200HO C BbINOTHEeHUEeM
HeunsasueHou cmpamuguxayuu pucka [300-302].

PexkoMenayercsi MOKU3HEHHOE HA3HAYCHHE aHTUTPOMOOTHYECKUX CPENICTB B TEPANIEBTUUECKUX
nozax BcemM mammeHtam ¢ XTOJII i nmpouimakTHKH — peUUAMBA  BEHO3HBIX
TpoMOoIMOoMYeckux cobbrThii [12, 38, 128, 273].

EOKIC (YYP C, YA 5)

He pexomennyercs nHaznauenue [IOAK nanuentam ¢ XTIJII' B CBSI3M ¢ OTCYTCTBUEM JaHHBIX
00 ux 3¢ PexTrBHOCTH U Oe3onacHocTH [12, 38, 128, 273].

PKO IIIC (YYP C, YA 5)

KommenTapuii. [layuenmam ¢ XTOJII" nokazana nosxcusHeHHAss AaHmMuKoazyIssHmHAs mepanus.
C yuemom omcymcmeus OaumHvix PKHU, cpasnusarowux s¢gexmusnocms npumeHeHus
anmaeonucmos eumamuna K (ABK) u IIOAK, npuopumem 6 naznauenuu 0oaxcen omoasamucs
ABK (npu ycnosuu onmumanbHOU NPUBEPHCEHHOCMU NAYUEHMA Mepanuu U B03MOICHOCU
KOHMPOJIsL MeNCOYHAPOOHO20 HOpMauzo8annozo omuowernus (MHO) c yenesvimu 3snavenusmu
2,5-3,5. DOmo mHeHnue 3KCcnepmos NOO00ePIHCAHO OAHHBIMU HECKOIbKUX HAOII00AMeNbHbIX
UCCIe008aHuUll, C8UOEMENbCMBYIOWUX O OOobUWel Yacmome HOBMOPHLIX MpPoMO0306 npu
ucnonvzosanuu IHOAK npu cpasnenuu ¢ npumenenuem ABK y nayuenmos ¢ XTIJII" [38, 303,
304]. 'V nayuemmos c¢ XTOBJI pewenue o OnumenvHOU auMUKOAzyISsHMHOU mepanuu
NPUHUMAEMCS UHOUBUOYATILHO NOCTe 0000CNe008aHUsI U OYEHKU PUCKA NOBMOPHO20 INU300a
6eH03H020 mpombosa [38, 275].

PekoMeHyeTcss TOXU3HEHHBIA TIPUEM AHTHTPOMOOTHYECKUX CPEJICTB B BHJIC aHTAarOHHCTOB
ButamuHa K manpentam ¢ XTOJII™ u moaTBepkaeHHBIM aHTU(HOCHOTUTUAHBIM CHHIPOMOM [12,
38, 275].

EOKIC (YA CVYYP)S)

Kommenrtapuii. [layuenmam XTOJII' 6 cnyuae noomeepoicoeHus anmughoc@orunuornoco
cunopoma Haznauaemcs anmuxoazyisnmuas mepanus ABK, nockonvky npu npumenenuu [IOAK
uMeemcs puck peyuousa 6eHo3HuIX mpombosmoonui [305, 306].

Haznauenne JIAI'-cneunduueckoil Tepanuu peKoMeHIyeTcs MalMeHTaM ¢ HeomepadenbHO/
pesunyanbHoit XTOJII mpu cplJIA >25 mm pt. cr. m JICC >3 en. Byna B COOTBETCTBUHM C
JoKa3aTeNbHON 6a301 0 MPUMEHEHUIO npenapatos [12,44].

PKO IA (YYP C, YU 5)
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KommenTapuii. D¢ pexmusnocme npenapamos, 00o0opennvix ons aeuenus JIAL, y nayuenmos ¢
HeonepabenvHou/ pesudyanvrou XTIJII' 6 nHacmoswee 8pems OOKA3AHA UCKIIOUUMENbHO )
nayuenmos co cp/lJIA > 25 mm pm. cm. u JICC >3 ed. Byoa [44, 52].

Pexomennayercs HazHauenue ctumysstopa pl'Ll - puonuryara™* nanuenrtam ¢ HeonepaOenbHON/
pesunyanpHot  XTOJIIT nmnst  ynydimieHWss TEPEHOCHMOCTH  (U3MYECKHX HArpy3o0K H
reMOJMHAMUYECKHUX MoKasaTeneit [297].

EOKIB (YYP B, Y/ 2)

KommenTapuii. Tepanus puoyueyamom™* 6 meuenue 16 nedenv y HeonepabenbHbix NayueHmos
¢ XTOJII" (npu HeozmodcHocmu evinoanerue JI23) unu y 6oavusix ¢ pesudyanrvuou JII nocie
JIDD (n=261) no pezyromamam uccredoganus CHEST-1 npugoouna K ynyuuienuio OUCManyuu 6
TLIX u napamempog cemoounamuru, exniouas chudicenue JICC [297].

PekomenmoBaHO paccMOTpeTh BO3MOXKHOCTh off-label mpumeHeHus: mpemapaToB, 0g00pEHHBIX
st nedenus JIAD y neonepabenbHbix 601pHBIX ¢ X TIJII [12, 38, 44, 306-308].

EOK IIbB (YYP B, Y11 2)

PexkomeH10BaHO paccMOTPEeTh BO3MOXHOCTh KOMOWHHPOBAHHOW CHENU(UIECKON Tepanmuu y
MaIUEeHTOB ¢ HeorepabenbHo/ pesuayanbHor XTIJIT [12, 38, 44, 306-308].

EOK IIbC (YYP B, Y1/ 2)

Kommenrtapuii. ADP, UD/[D-5, ananoeu I11] y 6orvuvix XTIJII ne dokazanu 3¢hpexmusrnocmo
6 nposedennvix PKU, nosmomy mozym ucnonvzosamucs off-label onss mepanuu neonepadenvhvix
nayuenmos uiu 00abHbLIX ¢ pe3udyarvhou JII' nocne JIDD, 6 mom uucne 6 cocmase
Komounuposannoti mepanuu [188, 309, 310]. B Espa3uiickux pekomeHOayusx no J1edeHuio
XTOJII' ¢ yuemom pezyromamos PKH 6 cnexmpe OonoanumenvHulx cneyuguueckux
npenapamos, 0000peHubix 0as nevenus JIAL, pexomenoyromes:

— uneanayuonHvli #Hunonpocm 10 mxe kasxicovie 3-4 uaca uepes xoumyp HBJI 0o 8
UHeanAYULl 8 Cymxu 8 meyeHue 3-4 Cymox ¢ nociedyiowum HasHavenuem npu CoXpaHeHuu
peszudyanvrot JII" nepopanvHoti cneyuguueckou mepanuu, Kax npenapam 2-20 8b100pa;

— #uayumenman™* 10 me 1 paz 6 cymxu unu cundenagun 60 me/ cymxu kax npenapamol
3-20 vibopa;

— HaszHayeHue KOMOUHUPOBAHHOU mepanuu, exuouaroueli puoyueyam** umu UPDJ/3-5 ¢
covemanuu ¢ ADP unu UHANAYUOHHBIM UNONPOCMOM  PACCMAMPUBACCA Y
HeonepabdenbHblX NayueHmos npu HegozmodcHocmu nposedenust BAIl JIA [44,306,308].

PekoMeHZI0BaHO pPAacCMOTPETh BO3MOXKHOCTh BBIMOTHEHHS] OalIOHHOW aHTHOIUIACTUKU
JIETOYHON apTepuH y NalMeHTOB C HeomepabenbHOW/ pesuayansHoi JIIT mocne nerodnoit

TPOMORHIAPTEPIKTOMUHM B 3KcriepTHOM HeHTpe JII' [12, 15, 16, 38].
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EOKIB (YYPC, YIA5)

Kommenrtapuii. [losmannas BAIl JIA y neonepabenvuvix nayuenmos c XTOJII' npu
He8O3MOJICHOCMU  @blnoaHenuss JIDD, y 6Ooabhbix ¢ pesudyanvhou JIIT nocie JIDO
NPOOEMOHCIMPUPOBALA  8bICOKYIO  d¢hhekmusHocms 6  8uoe  YIyyuleHus napamempos
eemoounamuru (cHudicenusn JICC na 49-66%), pynxyuu [DK u ghusuueckoii pabomocnocobrnocmu
nayuenmos [285-287, 310-316]. Pewenue o Heobxooumocmu nposedenus bBAIl JIA
APUHUMAEMCA 8 PAMKAX MYTbMUOUCYUNTUHAPHO20 nooxooa, BAII JIA dondcna evinoinamucsa
ONBIMHBIM 6PAYOM NO PEHM2EeHIHO0BACKYIAPHbIM OUACHOCMUKE U Je4eHUl0 8 IKCNepMHbIX
yenmpax c onvimom eederuss nayuenmog X1TIJII.

[Tpu BBITIOJIHEHUH YHIOBACKYJIIPHOTO JICYCHHS Y TIAIIEHTOB ¢ HeorepabeabHo/ pe3nIyanbHON
JIT' mocne Jero4yHol TPOMOIHIAPTEPIKTOMHHM PEKOMEHYETCs MO3TAIHOC BMEIIATELCTBO HA
OTPaHUYCHHOM YHCJIE BETBEH JICTOYHON apTepHu JJIsi CHUKEHUS pUCKa OciokHeHul [12, 15, 16,
38].

EOK IB (YYP C, YA/ 5)

KommenTapuii. Haubonee uacmoimu ocnoscnenusimu BAII JIA senstomes nepghopayus cocyoa
u msoicenoe penep@ysuonnoe nopadicerue neekux [317-319]. Konruvwecmeo Heobx00umulx 5manos
BAIl JIA Onsa nonyyeHus noOIONCUMENbHO2O 2eMOOUHAMUYECKO20 De3yIbmama 3d6UCUm Om
aHamomu4ecko2o eapuanma nopagcenus JIA u onvima epaua no peHmeeHIHO08ACK)IAPHLIM
ouazrnocmuxe u nevenuro [320].

PexoMenayercsi paccMOTpETh BO3MOKHOCTh KOMOMHHUPOBAHHOTO JICUEHUS B BUJIE COUCTAHUS WU
MOCNE0OBATEIBHOTO TMPUMEHEHHs] OajUIOHHOW aHTHOIUIACTUKHM  JIETOYHBIX apTepuil u
cnenupuyeckod MeIUKaMEHTO3HOW Tepanuu y MallMeHTOB ¢ HeonepalenbHON/ pe3nayaabHON
XTOJT [12, 15, 44].

EOK IIaC (YYP C, YA/ 5)

KommenTapuii. /[ns crudsicenus yacmomsi u 8blpajdceHHOCMU penep@y3uoHH020 NOPANCeHUs
JIe2KUX, CO2NIACHO MHEHUIO dKcnepmos, ochosannHom Ha pezyromamax PKU RACE npu JICC >4
e0. Byoa yenecoobpasno npumenenue puoyucyama™* nepeo npogeoenuem ceccuti BAIl JIA
[298, 311].

PekoMeHnayercss paccMOTpPETh BO3MOXKHOCTh BBIMOJTHEHHSI HHAOBACKYJSIPHOTO JIEYCHUS B
ycnoBusix skcneptHoro nentpa JII'y texunyecku onepabenbHbix manreHTos ¢ X TOJII B cayyae,
€CJIM  TIPOBEJICHWUE  JICTOYHOW  TPOMODHJAPTEPIKTOMHH  CONPSHKEHO C  BBICOKUM
nepuonepanrnoHHoM puckom [12, 313, 315].

EOK IIbC (YYP C, Y11 4)
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PexoMenayercsi paccMOTpeTb BO3MOKHOCTH BBIMOJIHEHHSI JIETOYHOM TpOMOSHIApTEPIKTOMUN
uin BAII JIA y cumnromusix nanueHToB ¢ XTOBJI Ha uHIUBUAYyaIbHOM OCHOBE C y4e€TOM
QHATOMUYECKOr'0 MOPAKEHUS JIETOYHOW apTEepUM B yCIOBUSAX dKcrepTHoro nenrpa JII' [12, 15,
44].

EOK IIaC (YYP C, YA 5)

KommenTapuii. Pewenue o nposedenuu JID2 unu BAII JIA y nayuenmog XTOBJI npunumaemcs
8 YCI08UAX IKCnepmuo2o yeumpa JII' ¢ muamenvHoU oyeHKou coomuouerus: puck/ noivsa [38,
128, 273].

Pexomenayercs paccMoTpeTh BO3MOXXHOCTH npuMeHeHus JIAI-cnenmuduueckol Tepanmuu B
TEYCHHE 2-3 MECSIIeB y omnepabenbHbIX MAIMEHTOB C TSHKEIBIMA HAPYIICHUSIMU T€MOIMHAMUKA
B KAUECTBE  TPEJOINEPAIMOHHON TIOJArOTOBKU IEpPE] BBINOJHEHUEM JIETOYHOM
TPOMORHIAPTEPIKTOMHUH, €CIH MPOBEACHHUE JIETOYHON TPOMOIHIAPTEPIKTOMHUH COMPSIKEHO C
BBICOKMM IE€PUOIEPALIMOHHBIM pUCKOM [44, 52].

EOK IIbC (YYP C Y] 5)

KommenTapmii. B 3apybesicnotl npakmuke cuumaemcs, umo npumenenue JIAI -cneyughuueckoi
mepanuu Mmodcem Oblmb OMCPOUKOU onepamusroco nevenus [321], oonako no OarHbIM
poccutickozeo pecucmpa noumu 80% umerom @K III-1V, npossenenus maxcenon XCH (44,1%)
[274], umo obo3nauaem 603modcHOCMb paccmampusams HazHauenue JIAI-cneyuguueckotl
mepanuu mexnuyecku onepabdenvHvim oonvubim XTOJIIT 6 meuenue 2-3 mec. 6 pamkax
npeodonepayuoHHol No020MOGKU OJis VAVUUEHUS (QYHKYUOHAIBHO20 U 2eMOOUHAMUYECKO20

cmamyca.

Anroput™m neuennst XTOJII npencrasien Ha pucynke 4 (Ilpuaoxenune b1).

3.9 OcoOenHOCTH BeleHHMA NAIMEHTOK J1eTOPOAHOI0 BO3PACTA C JIETOYHOM Ir'MIepTeH3nen

[TarueHTKaM € JIETOYHOM TUIepTEeH3UEN He peKOMEH IyeTcs OepeMeHHOCTh [6, 12, 15,16, 44, 47,
48].

EOK IIIB (YYP C, YA 5)

KommenTtapuii. JII' accoyuupyemcsi ¢ 6blcOKUM YPOGHEM MAMEPUHCKOU U NEPUHAMATbHOU
emepmuocmu [15, 16]. Bonvuvie JIAI" u XTOJII" omuocamcesa k 1V epynna pucka mamepurckou
aemanvhocmu (BO3), npu xomopou 6Gepemennocms npomusonokazarwa [322]. Bo epems

6€p€M€HHOCmu 6 Op2aHusme OfCeHUWUHDbL npoucxodﬂm cyuiecnieeHHvle a()anmauuouubze
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UsMeHeHusl: u3UoIo2UIecKas unepeoiemMus U yeeaudeHue 4acmomol cepoeyHblX COKpaujeHull
npugoosim K sHauumenvromy (om 30 0o 50%) nosviwenuro CB; Ovixamenvhblil 00bem 1ecKux K
KOHYY eecmayuorHozo nepuoda gospacmaem na 30-40%, wacmoma Ovixanus yseauuueaemcs Ha
10%. Vkazanuvie usmenenus mo2ym npugecmu k oexomnencayuu JII' [6, 326, 323].
PexkoMenayercss KOHCYJbTaIlMsl Bpada-KapAUoJIora U Bpada-aKyllepa-TMHEKOoJora B LEHTPE ¢
ombiToM BeaeHus OepemenHbix ¢ JII' mis mogbopa OoNTUMAIBHOTO METOJla KOHTPAICTIUU C
Y4eTOM BBICOKOTO PHCKA ITPOTPECCUPOBaHUs 3a00IeBaHuUs Ha OHE OEPEMEHHOCTH Y AIUEHTOK
JIETOpoAHOTr0 Bo3pacTa [15, 323, 324].

EOKIC (YYPC, YA 5)

3.9.1 Meroabl KOHTpanenuuu

He pexomennyercs HazHayath cuHteruueckue sctporeHbl (GO3CB) maumentkam ¢ JIAD u
XTDJIT B cBsI3U C BBICOKUM PHCKOM TPOMOOIMOOIUIECKIX OCIIOKHEHUH [15, 47, 52, 323, 324].
EOK IIIC (YYP C, Y/ 5)

Pekomengyercss coderaHue [ABYX METOJIOB KOHTpALCNIUU JJsi JIOCTHXKEHUS HAaJIeKHOTO
KOHTpalenTuBHoro 3¢dexra y naruentok ¢ JII' [15, 164, 323].

PKO IC (YYP C, YA 5)

KommenTapuii. Memoow: konmpayenyuu o6cyncoaromes 8 UHOUBUOYAIbHOM NOPAOKE C Y4emom
conymcemsyroweu namonozuu. C yuemom IV epynnvi pucka mamepurnckoui riemanviocmu (BO3)
npu JIAI' u XTOJII' pexomenoyemcsi ucnonb3o8ams Memoovl KOHMPpAYenyuu ¢ ypoeHeM
Heaghpexmusnocmu <1% (cmepunruzayusa myscuunsl/scenuunst [324], smonozecmpen 6 gpopme
umniaumama, sHympumamounwvie cnupanu [322]. I'opmonanvusie Koumpayenmuegsl CUCHEMHO20
oelicmeus, UHbeKYUulU, Naacmvlpu mpaHcoepmManivhble, 8a2UHAIbHbIE KOIbYd U ouagpazmsl) He
peKomMeHOoyemcs 8 Kauecmee eOUHCMBEHHO020 Memood, NOCKoavky 6 6—12% cnyuaes oHu
Heaghpexmusnvr  [325].  IlpeOnoumumenvHo HazHayeHue MedpoKcunpozecmeporna™* u
amoHo2ecmpena, Komopule 061a0arm 3QPHeKmusHvIM Oeticmeuem U TUUEeHbl MHOSUX NOOOUHBIX
aghgpexmos cunmemuueckux scmpoeenos  (GO3CB) [6, 44, 52], oonako HeobXooumo
yuumeieams, umo 3pgexmuenocms KoHmpayenyuu cHudcaemcs Ha ¢oue npuema ADP
bozenmana™* (pazden 3.2.2.2). Cucmema SHYMpUMamouHas mepaneemuieckds se1semcs
COBPEMEHHBIM U BbICOKOIDDEKMUBHBIM CPEOCMBOM, Cledyem YYumvléams PUCK DPA3BUMUS
8A306A2ANIbHBIX peaKyuti U UHQEKYUOHHLIX OCIONCHEHUL 680 6peMs UMNIAHMAYUU CUCTEeMbl
[323]. bapvepnvie memoowl be3onactsl 011 NAYUEHMOK, HO He OAOM HAOENHCHOU 2apaHmuuy om

Hacmynienus Oepemennocmu [6, 47]. Ilpumenenue 20pMOHANLHBIX KOHMPAYENMUBOS
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CUCTNeMHO20  OeUCmBUsL — Modcem  00Cyxncoamvesi Y NAYUeHmox, — NPUHUMAIOWUX
anmumpombomuyeckue cpeocmsa [15,16].

B kaudectBe 3(pPeKTUBHOTO METOMA IKCTPCHHON KOHTPAIECIIINH PEKOMEHIyEeTCS MPUMCHECHHE
JIEBOHOprecTpesia mociie He3alMIeHHoro cexca [324, 325].

PKO IC (YYPC, YA 5)

KommenTapuii. Jlesonopeecmpen naznauaemcs 6 0oze 1,5 me ooHokpamuo 6 meuenue 72 y

nocie He3auuUerHo20 cexca (Yypoeens neagpgexmusrnocmu 1,1%).

3.9.2 Benenue 0epeMeHHOCTH y MANMEHTOK € JIETOYHOI rMnepTeH3uei

HpOBeI[eHI/Ie JUArHOCTHUKH U JICUCHUA JI'B nepuoa 6epeMeHHOCTI/I npeaAcCTaBJACT 3HAYUTCIIBHBIC
TPYAHOCTHU, CBA3aHHLBIC C OI'PaHUYCHHUEM JOUArHOCTHYCCKHUX BO3MOXKHOCTEH M BI)IGOpOM
MGI[I/IKaMeHTO3HOI71 TCparuu. B HACTOAIICC BPEMA B MUPC OTCYTCTBYIOT CAWHBIC COIJIACOBAHHBIC
noaxoJbl K BEACHUIO 6epeMeHHLIX C HF, BCICACTBUC HAINYHA OTUYCCKUX ACIICKTOB HpO6JI€MBI
MNPpOBCACHUA KPYHNHBIX PAHAOMU3HUPOBAHHBIX HJ'IaI_[e60—KOHTpOJ'II/IpyeMBIX MHOT'OLCHTPOBLIX
KIMHUYCCKUX I/ICCHGILOBaHI/Iﬁ, N BCC OOCTYIIHBIC PCKOMCHAAUMWHW HOCAT B OCHOBHOM YPOBCHb

J0Ka3aTCJIbHOCTU C, OCHOBBIBAsICh Ha OIBITC SKCIICPTOB U OTACJIBbHBIX ICHTPOB.

PekoMeHnayeTcsi UCKyCCTBEHHOE MpepbiBaHUE OEPEMEHHOCTH (aGopr) B CIy4yae HACTYIICHUS
o6epemenHoctu [15, 323].

EOKIC (YYPC, YA 5)

Kommenrtapuii. Cocnacno moouguyuposannou xnaccugpuxkayuu BO3 no oyenke pucka
cepOeuHO-coCyOUCmbIX 0CI0JCHeHUll bepemennbie ¢ JII" omnocamces k 1V kamezopuu pucka, npu
Komopoti bepemennocms npomueonoxazauna [15, 323]. Iayuenmxe c JIAI' oonxcno oOvimo
npPeonoNceHo npepviearue bepemMeHHOCmuU aubo 00CpoUHoe podopaspeuleHue (8 3a8UcCUMOCmuU
om cpoxa GepemenHocmu). Meouyunckuii abopm 0ondiceH Obimb GulnoaHeH 00 22 Heodelb
bepemennocmu 6 cneyuanuzuposanHom yeumpe [322]. Haubonee onmumanbHvim cpokom 07s
npepvleanus oOepemenHocmu aensiemcs cpok 6 10+3 nedenv ececmayuu [15, 324, 328].
IIpepuvisanue bepemennocmu Ha 601ee NOZOHUX CPOKAX NO PUCKAM PA3GUMUSL OCTIOHNCHEHULL
CONOCMABUMO € PUCKAMU OO0CPOUHO20 poodopaspeutenus Ha 32—34-ii Hedene bepemenHOCHU.
MeouxamenmosHvle U Xupypeuyeckue Memoobl NpepuleaHus bepemenHoCmu O00UHAKOBO
aghghexmuenvt U conocmasumvl no Yacmome pazeuUMuUs cepbe3nvix ocroxchenuu. Oonako, no

OaHHBbIM JUMEPamypsbl, yawe npoeoosmcs xupypeudeckue mauvunyiayuu (2,1 npomus 0,6%)
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[329]. Meoukamenmosnoe npepwvigarue bepemeHHOCMU Yerecoodpa3Ho paccmampusams 00 9
Hedellb bepeMeHHOCMU C UCNOIb308AHUeM HUZKUX 003 #muzonpocmona (100 me) [323].

B citydae oTkaza ot npepsiBaHus 6epeMEeHHOCTH/ JOCPOYHOTO POJOPA3PELICHUsT PEKOMEH Ty €eTCS
BeJieHHe OEpeMEHHOCTH MAalMeHTKH MYJIbTUIUCIUIUIMHAPHON KOMaHAOH C pEryJspHbIM
HAOJIOJICHUEM U POJOpa3pelieHueM B CIEHUATM3UPOBAHHBIX MepuHATalbHbIX IeHTpax Il
ypoBHs [15, 323].

EOKIC (YYP C, YA 5)

KommenTapuii. B ciyyae omkaza om  npepvléanus — OepemMeHHOCMuU/00CpOUHO20
POOOpa3speuieHus NayueHmKa 6e0emcsi ¢ 6epemMeHHOCMbIO 8bICOK020 PUCKA PA3BUMUSL CEPOEYHO-
COCYOUCMBIX OCTIOJNCHEHUT, 8 MOM YUCIe U PAMANbHBIX, ¢ ydacmuem My1bmMuUOUCYUNIUHAPHOU
KOMAaHObl 68 cocmase 8paua-Kapouonoed, 8paia-aKyulepa-euHeKonoed, 8paia-aHecmesuonoea-
peanumamornoea, epava-neouampa u cneyuanucma no JII' [15, 322, 323]. Ocmomp 6epemennoti
spauom-kapouonozom (IxoKI, TIIX, uccredosanue yposHs N-mepmunanvHoco (pacmenma
Hampuiypemuiecko2co nponenmuda moze08020 (NT-proBNP) 6 kposu u nynvcoxcumempuu)
nposooumcs Kaxcovle 2—4 Hedenu, a npu HeEOOXOOUMOCMU — eHCeHEeOeNIbHO (8 mpembem
mpumecmpe bepemenHocmu 8 ciyuae nponoHeayuu oepemennocmu) [324]. Ilpu nosenenuu
NPU3HAKO8 KIUHU4ecko2o yxyouienus JIAI' ma nwobom cpoke OepemeHHOCMU NOKA3AHA
20CNUMAIU3ayUsl NAYUeHmKu 8 cneyuaiuzuposanuolil yenmp [322, 323].

Pexomennyercs nmpoBeneHue 3xokapauorpaguu Bo BpemMsi O€peMEHHOCTH Kaxable 4—6 Helenb
WM B Clly4ae yxyaueHus coctossHus naumentku JIIM [15, 322, 324].

EOKIC (YYPC, YA 5)

PexomenryeTcst paccMOTPETh BO3MOKHOCTB TTPOBE/ICHUS YPE3BEHO3HON KaTeTepH3aIiy cepaia
o6epemenHbM ¢ JII' mpu HAMMUKUK MOKAa3aHUN ¢ JUATHOCTUYECKOM 1enbio [6, 15, 322, 323].

EOK IIbC (YYP C, Y/ 5)

PexkoMeHnayercsi BHIOTHEHHE YPECHHIEBOAHON sXokapauorpadhuu OepemenHbiM ¢ JIIT mns
uckmouennss  BIIC  npu  HemocTtaroyHoi ~ MHGOPMATUBHOCTH  TpPaHCTOpPaKaJIbHOU
sxokapauorpadum [6, 15].

EOK IC (YYP CB, Y1 5)

PexoMenayercss paccMOTpPeTh BO3MOKHOCTH BBHITIOJHEHHs] aHTHOrpaduu JEro4yHOW apTepuu
CCJICKTHBHOW (@HTHOITYJIbMOHOTpaHsi) MPU HAJTHYUHU KU3HEHHBIX MMOKA3aHWUW, B TOM YHCIIC U
IIPU [10/I03PEHUH Ha OCTPYIO TpoMO03MO0IIHIO JIETOUHOM apTepuu [6, 322, 323].

EOK IIbC (YYP C, Y/ 5)

KommenTapuii. Ilpeonoumenue omoaemcs KT ¢ Huzkum yposnem nyyesoti nazpysxu (0,01-0,66

mlp) [323].
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Pexomennayercs paccmorpets mnpopoikeHue JIAI-cmemumduueckoid Tepanmuu BO  BpeMs
OepeMEHHOCTH TalKMeHTKaM, MOJy4YaBIIUM €€ 10 OSpEeMEHHOCTH, C 3aMEHOH JIEKapCTBEHHBIX
npenapaToB, 001aJaI0IIKX MOTCHIUAIBHBIM TEPATOTCHHBIM U YMOPHOTOKCUYECKUM JICHCTBUEM,
Ha OoJiee Oe3omacHsie [6, 15, 322, 323].

EOK I1IaC (YYP C, YA 5)

Pexomennyercsi paccMmoTperh HaszHaueHue JIAI-cmeum¢puyeckoil Tepamuu BO  BpeMs
OepeMEHHOCTH TMalueHTKaM Oe3 MPEeIIIeCTBYIOMEro JEUEHHsT € YYEeTOM MOTEHIMAIbHBIX
TEepPaTOTeHHBIX B SMOpHOTOKCHYecKuX 3 dekToB npenapatos [15, 322, 323].

EOK I1IaC (YYP C, YA 5)

KommenTapuii. Oovem JIAI -cneyughuueckoii mepanuu (Monomepanusi uiu KOMOUHUPOBAHHAS
mepanus) onpeoensemcs Ha OCHO8aHuu cmpamuguxayuu pucka temarvrocmu [10]. B kauecmee
npenapama nepeou JuHUU yacmo ucnoavzyemces U®/[3-5 cundenaghun 6 cmapmosoti 0oze 20 me
3 paza/cym. Hasnauenue uneansiyuoHHO20 UIONPOCMa 80 epems bepemenHocmu U nocie pooos
nokazano nayueumxam c II-1V @K (BO3). B noodepynne nayuenmos ¢ NOIOHCUMENbHBIM
8A30PeaKMUBHLIM MeCmom Heodxooumo unuyuuposams mepanuto bKK [6, 15, 49, 322].

He pexomennyercs nHaszHauatb APD u puonuryar** OepeMEHHBIM WM IUIAHUPYIOIIUM
O6epemeHHOCTh nanueHTkaM ¢ JIAI' B cBsi3u ¢ TepaTOreHHbIM U IMOPUOTOKCUYECKUM JIEHCTBUEM
npenaparos [12, 15, 169, 323].

EOK IIIC (YYP C, Y1 5)

Pexomennyercs ormeHuth Baphapun** 'y Oepemennnix ¢ JIAI/XTOJI, mnomy4aBmux
AQHTHKOATYJISTHTHYIO T€paINuio aHTaroHucramu ButamuHa K 1o 6epemMeHHOCTH, M3-32 SMOPHO- U
deTorokcnyeckux 3¢ (HeKToB Mmpenapara ¢ HA3HAYCHUEM HU3KOMOJIEKYISPHBIX remapuHoB (ATX
rpyna remnapruHa) B TepalneBTHUECKUX J03aX B TeueHue Bcel bepemenHoctH [15, 166, 323].
EOKIC (YYP C, YA 5)

PexomeHryeTcst MpOJOIDKUTE WM HAadaTh TEPAINUIO0 HU3KOMOJIEKYISIPHBIME TernapuHaMu (ATX
rpynmna renapvHa) B TEPANEeBTUUYECKUX J03aX B pacyeTe Ha Bec J0 OEpEeMEHHOCTH U B TEUCHHUE
Bcelt 6epemenHoctu 6epemerHsiM ¢ XTOJII [15, 323].

EOKIC (YYP C, YA 5)

VYV 6epemennbix ¢ JIAI, He moJlydyaBIIMX AHTUKOAryJISHTHYIO TEpamuio 10 OepeMEHHOCTH,
BO3MOXXHO PacCMOTPETh Ha3HAYEHHE HU3KOMOJIEKYISpHBIX renapuHoB (ATX rpyrmma remapuHa)
B Mpo(hUIAKTUYECKUX J]03aX B TeUeHHUeE Bceil OepemeHHocTH [6, 15, 323, 329].

EOK IIbC (YYP C, Y1 4)
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He pexomennmyercss HazHaueHHE AHTUTPOMOOTHYECKUX CPEICTB OEPEMEHHBIM IMalMEHTKaM C
JIAT u XTOJII' B CBSI3U C OTCYTCTBHEM JAHHBIX 00 3((eKTUBHOCTH M 0€30MaCHOCTH ITHUX
npemnapatos [ 15, 323, 329].

EOK IIIC (YYP C, YA 5)

Pexomenayercs paccMoTpeTh MmojaBieHue jaktanuu y mnamueHTok ¢ JIAI/XTOJIIT mocne
pPOZOpa3peIIeHus 15l CHU)KEHUS pUCKA Pa3BUTHUS HEOJIAaronpusTHIX coObTuit [15, 322, 323].
EOK IIaC (YYP C, Y/ 5)

KommenTapuii. Jlakmayus sensemcs memabonuyecku 3ampamuviM — NpOYeccom, 8
nociepodosom nepuode nayuenmku c JIAI/XTOJII' wyscoaromes 8 pauuel OnMuMuzayuu
cneyuguueckol mepanuu nNpenapamamil, IKCKpemupyOWUMUcs ¢ 2pYOHbIM  MOTOKOM.
Jlakmayuto nodasnsaom ¢ nomowvlo cmaHoapmuulx 003 kabepzonuna (0,25 me kaxcovie 12 u 6
meuenue 2 Onell) unu opomokpunmuna™* (2,5 me 6 0oenv pooopaspeutenus, oanee 2,5 me 08a pasa
6 Oenb 6 meuenue 14 oueti) [15, 323].

PekoMmeHnnyercs ~ MyJbTHIUCHUIUIMHAPHOTO  KOHCWJIMyMa Ui ONpEICIICHUS  IUJIaHa
ponopaspernieanst 6epemennbix ¢ JIAT/XTOJIT [15, 323].

EOKIC (YYP C, YA 5)

KommenTapuii. Kniouegvle 6onpocwl c8a3anvl co cpokamu u cnocobom pooopaspeuierus,
NJIAHOM B8€0eHUsl NOCAepPO008020 Nepuooda (HeoOX0OUMOCMb MEXAHUYECKOU NO00EePHCKU,
npebviganue 6 narame  UHMeEHCUSHOU  mepanuu). IIpednoumumenvHblM — CNOCOOOM
poOopaspeueHus A81Amcsa poobl yepe3 ecmecmseeHHble pooossie Nymu, Y4umoleds MeHbuile
PUCKU 2eMoppasudeckux, UHMEKYUOHHBIX U MPOMOOIMOOIUYECKUX OCTONCHEHUN, a MAaKice
MeHee 8blpadiceHHble 2eMOOUHAMUYECKUe USMEHEHUs N0 CPABHEHUI0 C KecapegblM CeYeHUeM.
Cuumaemcsa, uymo nayuenmox c JIAI/XTOJII' II-1V ®K 603moxcHo podopaspewams
OnepamuHvlM Nnymem ¢ MOHUMOPUPOBAHUEM NAPAMEMPO8 YEeHMPAIbHOU 2eMOOUHAMUKY U
2azoeo2o cocmasa xposu [6, 15, 322, 324]. Bo mHo2ux cneyuanusupoBaHHbIX UYEHMpPax
PEKOMEHOYemesi nNPO8OOUMb POOopaspeuleHue 00CPOUHO 8 cpoku 34—36 nedenb bepemennocmu,
npu 3MOM MUHUMATILHBLL PEKOMEHOYeMblll CPOK podopaspeutenus — 32 Hedenu, MAKCUMATbHbLLL
(npu ycrouu HOpMaibHo npomexaroujeli bepemenHoCmu U 2eMOOUHAMUYECKOU CmaduIbHOCU
nayuenmxu) — 37-38 neoenw [328, 329].

B mocriepooBoM meprojie peKOMEHIyeTcss MPUMEHEHWE OKCHJIa a30Ta WM WHTAIAIHOHHOTO
unonpocta** [15, 323].

PKO IC (YYP C, YU 5)
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4. MequuuMHCKast peaduaIuTaAlMs U CAHATOPHO-KYPOPTHOE JIeYeHHUe,
MeIMIMHCKUE MOKA3aHUA W NMPOTUBONOKA3aHUA K NPUMEHEHUI0 METO/I0B
MeIUIUHCKON peaduIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN

NPUPOJAHBIX JeuyeOHbIX (PAaKTOPOB

Cwum. pazgen 3.1 OOmme pekoMeHanuu, Gu3ndeckasi akTHBHOCTh U PeaOUIHTALIS.
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5. IIpodpunakTuka U AUCIAHCEPHOE HADIIIeHN e, MeUIUHCKUE IOKA3aHUS U

NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO/10B NPOPUIAKTUKHA

Pexkomenyercsi oneHka KIMHHYECKOTo craTyca y Bcex mnauumeHToB JIAIT ¢ ompenenenuem
dynakmonansHoro kiacca (BO3) kaxasie 6—12 mMecsiieB u uepe3 3-6 MecsIeB MOCie KOPPEKIIUU
JIAT -cienmduyeckoi Tepanuu Wiv Ipu KIMHUYECKOM yxyameHnuu [6, 12, 15, 16].

EOKIC (YYP C, YA 5)

KommenTapuii. Oyenka knunuyecko2o cmamyca y Kaxrcoo2o nayueHma Heobxoouma ons OyeHKu
mANcecCmu COCMOAHUSA/ CMPamupuKayuy pucka U 8bINOIHAEMCA 8PAYOM HA KAXCOOM BUIUME.
Credyem nocnedosamenbHO OYyeHUmb OUHAMUKY HCAT00 OOLHO2O (8bIPANCEHHOCHL OObIUUKU,
Hanuyue CUHKONATbHBIX COCMOAHUU, Oonel 6 2pyou, nepughepuuecKux omekos, Hanuuue/
xapakmep HapyuleHutl pumma cepoya), usmeHenue moaepaHmuocmu K pusuyeckou Hazpyske, a
Makice NPUBEPIHceHHOCmy K pexomenoyemou mepanuu. Ilayuenmam JIAI' ¢ OK III-1V (BO3)
cnedyem peKoMeHO08amb edeHue OHeBHUKA apmepuailbHo20 0asieHUsl, nYIbCd, 6eca 0 OYeHKU
Ha eusume HaOmoldenus. Ilpu  @uaukarbHOM — ocmompe — OYeHUBAOMCS — NPUSHAKU
npagodcenyoouxosou CH u camypayus nepugepuieckoil Kpogu ¢ NOMOUbIO NYbCOKCUMEMPULL.
Pezynomamom onpoca u ocmompa 6onvnoco asnsemces oyenka @K (BO3), komopulii, hecmompsi
Ha CYOBeKMUBHOCMb OYeHKU, 001a0aem blCOKOU npedckazamenvHou yenHocmoto [15, 146].
Yeenuuenue @K sasnsemcsa 00HUM U3 8adXiCHBIX nNOKazameiel npocpeccupo8anus 3a001e8aHus u
mpebyem NOUCKAa NPUYUH KIUHUYECKo20 yXyoueHus [12].

PexomMeHyeTcs BBINOJIHEHHE TECTa C HIECTUMUHYTHON X01b00M Kax/ple 6—12 mMecsieB u yepes
3-6 wmecsueB nocine usMeHeHus JIAI-cmenuduyeckoil Tepanuu WIM HpPH  KIMHUYECKOM
yxyamenuu [6, 12, 15, 16].

EOKIC (YYPC, Y 5)

Kommenrtapuii. Jucmanyuss ¢ TIIX 6 mempax guxcupyemca 6 abconomuulx yughpax,
ucnonvyemcs 01 cmpamuukayuu pucka, npu 3mom OYeHusaemcs: OUHAMUKA NPOUOEeHHOU
oucmanyuu medxncoy eusumamu. OOHAKO ee NpocHOCMuUYecKoe 3HAYeHUe OCNAapusaemcs. no
oannwbim pecucmpa REVEAL cnuocenue oucmanyuu 6 TLLX 6onee yem na 15% accoyuuposanocs
¢ Hebnazonpusmuvim npoenoszom [147]. Ilpu evinonnenuu TIIX credyem OononnumenbHo
OYEeHUBAMb BbIPAIHCEHHOCb 00bLUWKU no wKane bopea (maon 23, npunoxncenue I'), ounamuxy
camypayuu nepugepuieckoii Kposu, ypoeHs apmepuaibHo20 OAGIeHUs U YaCOmbl CepOeYHbIX

coxpaweruti Ha ¢one nacpysku [103,148].
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Pexomenayercs BoImosHeHHUE 3X0Kapauorpadun BceM naruentam JIADT kaxnapie 6—12 mecsien
u uepes 3-6 mecseB nocie koppekuuu JIAI-cienuduyeckoi Tepanuu Wik ITpu KIMHAYECKOM
yxyaueHuu [6, 15, 16].

EOKIC (YYP C, YA 5)

KommenTapuii. OxoKI ocmaemcs 0ocmynuvim u 6€30nacHblM UHCIPYMEHMOM OUHAMUYECKO20
Habawoenus 3a nayuenmamu JII' (pazoen 2.4) [6, 12, 15, 16]. Ilpoenocmuueckumu
napamempamu 011 60avHuIx JIAI' ocmatomes naowaoe 1111 u naruuue vinoma 6 nepukapoe,
cnedyem yuumvleams uHoexkc sxcyenmpuynocmu JIK, coomunouienue ouamempos npagozo u
18020  JHCeNYO0uUK08,  cokpamumenvuyro  cnocoonocme IDK.  Ilpu  nedocmamoumoli
ungopmamuenocmu IxoKI" nauuenmam c JIAI" pexomenoyemcs nposedenue MPT Ons mounou
oyenxu YO u CB [12]. Haubonee unghopmamuenvimu npocHOCMU4ecKUMU NOKA3AMeNIMU
ABNAIOMCA CHUMNCeHUe Gpakyuu evibpoca IDK, koneuno-ouacmoauueckuil UHOeKC U KOHEYHO-
cucmoauvecxuti unoexc JDK [12, 94, 95].

Pexomennyercsa BommonHenne YBKC namuentam JIADT npu pemienun Borpoca O MPOBEACHUU
MpEeJICePIHON CENTOCTOMHUM W/WIM MOCTaHOBKE OOJIBHOTO B JIUCT OKUIAHHS TPaHCIIAHTALUU
JIETKUX WJIM KOMILIEKca cepue-jierkue [6, 15, 16].

EOKIC (YYP C, YA 5)

Beinonnenne UBKC cnenyer paccmorpers y mnauumentoB JIAIT uyepe3 3-6 mecsueB mocie
koppekuuu JIAT -cnenuduueckoil Tepanuu Uiy Npy KIMHUYECKOM yXyamenud [6, 15, 16].
EOK IIaC (YYP C, YA 5)

[TpoBenenne UYBKC pexkoMmeHn0BaHO paccMOTpeTh y cTaOuiabHBIX nanueHToB JIADT ¢
MEePUOIUYHOCTBIO Kaxble 6-12 mecses [12].

EOK IIbC (YYP C, Y/ 5)

KommenTapuii. B nacmosiwee epems omcymcemeyem 0okazamenvHas 6a3a 8 b3y 6bINOJIHEHUs
pecynaprvix YBKC onst 0ocmudicenus ayuuux ucxo0os y nayuenmos JIAI'. Oonaxo cywecmayem
KOHCeHCyC 3Kcnepmos o Heobxooumocmu nposedenus YBKC npu nepecmompe obvema
JIAT cneyugpuueckoti mepanuu unu 00CYIHCOEHUU BONPOCA O NPOBEOCHUU NPedcepOHOl
cenmocmomMuy /Uiy nNOCMano8Kke nayuenma 6 aucm odxcuoanus mpauncnianmayuu. Ocmaemces
OMKPLIMbIM 80NPOC 0 NOKA3aHUAX K evinoanenutro YBKC ons ounamuueckoeo HabarooeHus
cmabunbHuIX nayuenmos. 1100xo0bi omauyaomces mexncoy IKCHePMHbIMU YEHMPAMU, HAYUHASL
Om pecyNAPHOU UHBAZUBHOU OYEHKU 2eMOOUHAMUKU OO0 NPeuMyuecmeeHHo HeuH8A3UBHOU
cmpamezuu Hab00eHUs 3a OOILHBIMU.

BrinonHeHne sprocnupoMeTpuu cleayeT pacCMOTPETh yepe3 3-6 MecsleB Mocie KOPPeKIHH

JIAT -cnenmmduueckoit Tepanuu [6,10,15,16].
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EOK IIaC (YYP C, YA 5)

BerlnosiHeHuE 3procrnupoMeTpuy BO3MOYXKHO PaCCMOTPETh Kax/ible 6—12 MecseB y cTaOMIbHBIX
nanueHToB JIAD wim npu KIMHUYECKOM yXyAlleHuu [12].

EOK IIbC (YYP C, YA 5)

KommenTapuii. Haubonvuieli npocHocmuueckoll YeHHOCmblo 001a0arwm maxKue UuHmespaibHble
nokazamenu 3@pekmuenocmu 2a3000MeHa 8 J1ecKux, KaKk nukogoe nompebdieHue Kuciopooa u
BEHMUISAYUOHHDBLU IKBUBALeHM Nno yenekucaomy easzy [15, 16, 105]. 3nauenus VOspeak <11,4
ma/mun/ke u VE/VCO2> 45 accoyuuposarvi ¢ HU3KOU 8bloCUBAEMOCIbIO Y hayuermos ¢ JIAI
[148].

Pexomennyercsi uccnenoBaHue ypoBHS N-TepMHHAIBHOTO (parMeHTa HATPHIlypeTHYeCKOTO
nponentuaa mMo3roBoro (NT-proBNP) B kpoBu kaxasle 6—12 mecsueB u uepe3 3-6 Mecsles
nocine koppekiuu JIAI-cnenuduueckoi Tepaniu Wik Ipyu KIMHHYECKOM yXyAiieHuu [6, 12, 15,
16].

EOKIC (YYP C, YA 5)

KommenTapuii. Yposeno BNP/NT-proBNP xoppenupyem ¢ msajcecmvio Ouc@yHKyuu Muokapoda
1K u obnadoaem npocnocmuueckoti unghopmayueli Kak npu yCmaHosieHuu OUdaeHo3d, max u 60
epems OuHamuueckoeo Haobnooenus 3a nayuenmom [12]. Koumyemwmpayus BNP/NT-proBNP
umeem OOILULYIO BAPUADETLHOCMb, NOIMOMY pe3Vibmam cledyem UHMEPnPemuposams ¢
yuemom KauHudeckou cumyayuu. Xoms BNP umeem 6o1ee mechyio KopperayuonHyio césa3b C
eemoounamukou MKK u menee 3asucum om @yuxyuu nouex, NT-proBNP npeocmasnsemcs
bonee cunbHbLIM npocHocmuyeckum mapxkepom [149].

Pexomenmyercs uccieqoBaHuE Ta30BOTO COCTaBa KPOBU Kaxkaplie 6—12 MmecsieB u depe3 3-6
MecseB nociue koppekiuu JIAI-cnennpuyeckoit Tepanuu WM Npu KIMHUYECKOM YXYIIIEHUN
[6, 12, 15, 16].

EOKIC (YYPC, YA 5)

KommenTapuii. Ha euzumax nabnooenus y cmadbunvuvix nayuenmos JIAI' 6ozmodcna 3amena
uccne0o8anusi KUCI0MHO-OCHOBHO20 COCMOAHUSL U 2A308 KPOBU HA OYEHK) NYIbCOKCUMEmPUU
[12].

PexomeHayeTcsi MpOBOJIUTH MYJbCOKCUMETPUIO Ha KaXIOM BHM3UTE HAONIONEHUS y BCeX
mamuenToB ¢ JII' [12,15, 16].

PKO IC (YYPC, YA 5)

AJ'II‘OpI/ITM IMPOBCACHU A OGCHGJIOBaHI/IH B paMKax JUHaAMHUYCCKOI'O Ha6J'IIO,I[€HI/I}I MMpEaACTaBJICH B

Tabauue A3.5 (Ilpuioxenne A3).
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6. Opranusanus oka3aHusi MeIUIIUHCKON MOMOIIH

6.1. Iloxa3zanus JJIS1 IUIAHOBOM rOCHUTAJIA3 AN

e Bepuduxanus s3tuonoruu u reMmoauHamMuyeckoro tuma JIl';

e BrInosIHEHHE Ba3OpeakTUBHOTO TecTa (y MAIMEeHTOB ¢ BHepBbie BhisiBIeHHOW WIIAT,
HIJIAT, JIAT npu npueme JiekapcTB/ TOKCUHOB);

e Omnpenenenue Moka3aHui 411 HadaabHOU cTpareruu JIAI -cienuduaeckoit Tepanuu;

e OmnpezaeneHue NOKa3aHUM K TPAHCIUIAHTALUH JIETKUX UM KOMILJIEKCA CEpALE-JIETKUE;

e bepemMeHHOCTh U pOJIOpa3peILICHHUE;

e DKCTpakapAUalbHbIE XUPYPTUUECKUE BMEIIATEIbCTBRA;

o Hesddexrunas JIAI-cneunduueckas Tepanus Ha aMOyJIaTOPHOM 3Tare.

6.2. [lokazanus 11 IKCTPEHHON rOCITUTAIN3ANMHU:

e Ocnoxunenus JIAI', TpeOyrolue HHTEHCUBHOM Teparuu: JEKOMITICHCHPOBAHHAs
npaBoxenyaoukoBas CH ¢ cucteMHO# rHIIOTOHUEH W/WH ONTUTypUEi;

e Octpas TpoMO605MO0IINS JIETOYHOH apTepHH;

e JlerouHnoe KpOBOTEUECHUE;

e ['eMonmHAMHYECKH 3HAYMMBIC HAPYIICHUSI pUTMa/ TPOBOIUMOCTH;

L4 PGHI/II[I/IBI/IPYIOHII/IG CHHKOIIAJIbHBIC COCTOSIHHU A

6.3 Iloka3anus K BbINUCKE NALMEHTA U3 CTAIIMOHAPA:

- I'eMonnHaMuyeckasi cTaOUIBLHOCTh 0€3 MHOTPOITHOM MOAJIEPIKKH

- Ilepexon Ha nepopajibHbIE TUYPETUKH.

6.4 nbie OpraHu3alfuOHHBbIC TECXHOJOIMHU

[Ipn ananusze pabOTHl MEAMIMHCKOW opraHuzanuu c nauumeHtamu ¢ JIIT nemecoobpasHo
aHAJIM3UPOBATh CIIEIYIOIINE TI0KA3aTeIIN:
® [IPOIICHT MAllMEHTOB, KOTOPHIM BBIIOJIHEHO aJIeKBaTHOE 00CIIeI0BaHUE B 3aBUCUMOCTH OT

YPOBHS MEAUIIMHCKON OpPraHU3aIN;
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MPONEHT MaIMEHTOB, KOTOPbIM BhinoJiHeHA YBKC B skCriepTHOM LIEHTpE A0 MHUIIUALIMHT
JIAT cnenuuueckoii Tepanuu;

OPOIEHT MAalUeHTOB ¢ BrepBble ycranoBieHHoW WJIATI/HIIAI/JIAT nmpu mnpueme
JICKapCTB/TOKCUHOB C  BBIIIOJIHEHHEM Ba3OpPEaKTHBHOIO TecTa [JI0 Ha3HauYeHUs
cneun(UIecKoi Tepanuu B SKCIIEPTHOM LIEHTPE;

nporent mnanueHtoB JIAIT ¢ Beibopom crparerun JIAI-cnenmduyeckoil Tepanuu B
COOTBETCTBUH CTPATU(UKAIIUN PUCKa,;

IIPOLIEHT MAallMEHTOB, IEPEHECIINX 3KCTPAKAPANAIbHBIE XUPYPrUUeCKUE BMEIIATEIbCTBA
B YCJIOBHSIX IKCIIEPTHOIO LIEHTPA;

npoueHT naiueHtoB ¢ JIAD, nHaOmonaromuxcst B aMOyJIaTOPHBIX YCJIOBHSIX, BpadyOM-
KapauoJiorom, cnenuanuctom o JII';

MPOLIEHT MalreHToB, ooecneueHHbIX JIAI -ciennduueckoii Tepamnueii, B Te4eHHE OJTHOTO
Mecsa nocie Bepudukanun quarunosa JIAI/ XTI

INPOLIEHT  MAllMeHTOB, KOTOPbIM  CBOEBPEMEHHO  OIPEACNICHbl  IOKa3aHUs K
TpPaHCIUIAaHTALUH JIETKUX WJIU CEPJIeYHO-JIETOYHOTO KOMILJIEKCA;

npoueHT nauneHToB ¢ XTOJII', HanpaBiIeHHBIX B SKCHEPTHBIN LEHTP I ONpeIeICHUs

nokazanuit k JI99, BAII JIA unu MmeaMKkaMeHTO3HOM Teparnuu.



7. JonmosHuTebHAst ”HpopManus (B TOM 4Yucjae (aKToPbl, BJUSIOIINE HA

HUCX0/1 3a00J1eBaHMsI HJIH COCTOSIHMSI)

Lenu neyenns mamueHTos ¢ JII':

® JIOCTHI)KEHHE KPUTEPUEB HHU3KOTO pHcka (00mias cMepTHOCTh <5% B TedeHue roja ajs
6onbHBIX ¢ JIAT);

e Kkoppekuus Bcex moauduuupyemsix OP (mpodunakTuka MHTEPKYPPEHTHBIX HH(EKINH,
npenynpexaeHie 0epeMeHHOCTH, ONTUMAIBHOE JICYEHHE COMyTCTBYIOIIEH MAaTOIOTUU U
ap.);

® 3aMemICHHE MPOTPECCUPOBAHMS /WM YMEHBIICHHE YaCTOThI TOCIIUTAIN3ALUN B CBS3U C
JIAT/XTOJIIT mpum  peryinsipHoM HaOMIOJCHHM W  CBOEBPEMEHHOW  KOPPEKIUHU

crien(pUIecKOi U MO ICPKUBAIOIICH TepaIiu.

KpnTeme OLICHKHU Ka4YecTBa MeIlI/I]_[HHCKOﬁ nomMoIiu

® HAIMYHE Pa3BEPHYTOTO KIMHUYECKOro auaraosa (hopmel JII', coorBercTByromero MKb-
10 ¢ ykazanuem ¢pyHKImoHamsHOTro Kiacca (BO3);

e BBIIOJIHEHUE CTaHAapTa OOCJEeNOBaHUS B 3aBUCHMOCTH OT YPOBHSI MEIUIIMHCKOIO
yupexenus (Taou.21, llpuiaoxenue b1);

e BepuduKanMs AMArHO32 WM ONpPEIeTICHHE MapIIPyTU3aluU B KCIIEPTHBIN IICHTD;

e [poBe/eHUE CTpaTU(UKALIUY PUCKA JIETAIBHOCTH;

e 00ocHOBaHHOCTB BbIOOpa cTpareruu JIAI -cnenuduueckoit Tepanuu;

e 000CHOBaHHOCTb ITPOBEACHUS XUPYPriUuecKoro jgeueHus y namuentos ¢ JIAI/ XTOJIT,

e HaIWYMe PEKOMEHJAIMH 110 aMOyIaTOPHOMY BEJICHHIO MAI[UEHTOB.

® CBOEBPEMEHHOCTb HampaBieHus: 6epeMeHHbIX ¢ JII' B SKCIIepTHBIN LIEHTD;

e HampaBieHHE B OKCHepTHbIM 1eHTp mnamueHta ¢ JIAT/XTOJII s BBIIOJHEHUS

AKCTPAKAPAUATIBHOTO XUPYPTrUYECKOIO0 BMEIIATEIbCTBA.

Kpurepun skcnepraoro nenrpa JII

Hanumuwe MynbTUAUCHIMIIMHAPHOW KOMAHIBI — CHCIHAINCTOB  (Bpad-KapAuoOJIOT, Bpad-
IIyJIbMOHOJIOT, ~ Bpay-pEeHTTEHOJIOT,  BpPay-aHECTE3UOJIOr-PEAHUMATOJIOr,  Bpad-CepAedHO-
COCYI[HCTBIﬁ Xprpr, Bpayd MO0 pCHTTCHOHAOBACKYJISAPHBIM JUAIrHOCTUKE U JICUCHUIO, Bpa‘{-peBMaTOJ'Ior,

MEIUITUHCKUMN HCI/IXOJ'IOF), OTACIBHBIC CIICHHUAIMCThI (HaanMep, Bpad-IyJIbMOHOJIOT, Bpay-
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pPEeBMATOJIOT, MEIULUHCKUNA TICUXOJIOT, Bpay-aKyllIep-THHEKOJIOT U Ap.) MOTYT IPHUBIIEKATHCS B
MYJIbTUAUCIMITIMHAPHYIO KOMaHy U3 Apyrux yupexaenui! [6, 15, 16, 44].

EOKIC (YYP C, YA 5)

Bo3moxHOCT,  OBICTPOrO  MepeHampaBieHUs B CIEUUAIM3UPOBAHHBIE  OTACNICHUS
(peBMaTOJIOTHs), BHITOJHEHUE TPOMOIHAAPTEPIKTOMUH U3 JIETOUHON apTepuu, XUPypruuecKon
koppekuuu BIIC, TpanciianTanuu Jerkux Wi KOMIUIEKca Jierkue-cepaue [6, 15, 16, 44].
EOKIA (YYP C, YA 5)

Junamuueckoe HaOmoneHne He MeHee 50 MalnMeHTOB C BepU(ULMPOBAHHBIM JIMATHO30M
JIAT/XTOJII" u He MeHee BYX HOBBIX cirydaeB guarHocTuku JIAT/XTOJIT exemecsdHo

[6, 15, 16, 44].

EOK I1IaC (YYP C, YA 5)

Brinonnenue He meHee 20 Ba3opeakTUBHBIX TECTOB B rof y nauneHtos ¢ MJIAL', HJIAT u JIAT,
ACCOITMMPOBAHHOM C JICKAPCTBEHHBIMU IIpenapaTaMmu/ToKCuHamu [6, 15, 16].

EOK IIaC (YYP C, YA 5)

[IpoBenenne knuunyeckux ucciuenoBanuii 11 u 111 ¢a3 y nanmenrtos ¢ JII' [6, 12,15, 16].

EOK IIaC (YVYP B, Y]UI 2)

KpnTepIm OICHKH Ka4deCTBa HepBHqHOﬁ MeIlHKo-caHHTapHOﬁ NMOMOIIK B3POCJBIM INPH

JerouHoi runeprensuu (koabl no MKbB - 10: 127.0, 127.2, 127.8)

Nn/n | Kpurepuu oneHKH KauecTBa Onenka
BBITOJIHEHUS
1. Beinonnen npuem (ocMOTp, KOHCYNIbTalMs) Bpaua-Tepanesra win | la/Her

Bpada-KapauoJora

2. BrinonneH oOnmii (KIMHUYECKH) aHAJIU3 KPOBU Pa3BEPHYTHIN Ha/Her

3. Brimonnen ananus kpoBu Onoxumudeckuii odmerepanestTuaeckuit | Jla/Het
(MUccnenoBanue ypoBHS MOYeBMHBI B KpoBH. MccrmemoBanue
YPOBHS MOYEBOM KHCIOTHI B KpoBU. MccienoBaHue ypoBHS
KpeaTuHUHAa B KpoBU. MccnenoBanue ypoBHS obmiero Oenka B
kpoBHu. HccnenoBanue ypoBHs o0miero OwinpyOMHa B KpOBH.
HccnenoBanue ypoBHS INIIOKO3bl B KpoBU. VccnenoBanue ypoBHS
HaTpusi B KpoBU. MccrnenoBaHue YpoOBHS Kalusg B KpPOBH.

HccnenoBanue ypoBHsS CBOOOJIHOTO M CBSI3aHHOTO OMJIMPYOMHA B

127



KkpoBU. OmpeneneHne akTUBHOCTH aclapTaTaMUHOTpaHCc(epasbl B
KpoBu. OrmpeneneHre aKTUBHOCTH alaHMHAMUHOTpaHC(eEpasbl B
KpPOBH.

Hccnenosanue ypoBHsi C-peakTUBHOTO O€JIKa B CHIBOPOTKE KPOBH)

4. Brimonnen ananu3 kpou Ha BUY (onpenenenue antuten kiaccoB | Jla/Her
M, G (IgM, IgG) k Bupycy ummyHoaeduiura yeiopeka BUU-1
(Human immunodeficiency virus HIV 1) B kpoBu, omnpeneicaue

anTuten kiaaccoB M, G (IgM, IgG) k Bupycy

ummyHonepunura yenoBeka BMU-2 (Human immunodeficiency

virus HIV 2) B xpoBn)

6. Breimonunena  kommbroTepHo-TOMOrpadudeckas — anruorpadus | Ja/Her
JIETOYHBIX COCYZOB WJIHM JIaHO HAIpaBJICHHUE B HKCIEPTHHIN LIEHTP

JIETOYHOM TUIIEPTEH3UH

7. Bremonnena — perucrtpamms — 3iekTpokapamorpammbl - B 12 | [la/Her

OTBEJICHUsX (IIPH YCTAaHOBJIEHUH IMAarH03a)

8. BeimonHeHa mpuienbHas peHTreHorpadus opraHoB rpynHoi | [a/Her
KJICTKH

0. BrimonnaeHa a3xokapauorpadus Ha/Her

10. BeImonHeHo uccieI0BaHue HECTIPOBOIMPOBAHHBIX JbIxaTeinbHbIX | [la/Her

00BEMOB M IOTOKOB WJIM JIaHO HAIPaBJIEHUE B SKCIIEPTHBIN LIEHTP

JIETOYHOM TUIIEPTEH3UH

11. [Tatiment B3sIT ToOA  aAucnaHcepHoe  HabOmonenue (mpu | Ja/Her
YCTaHOBJICHHOM JIMarHO3€ JIETOYHAs apTepHalibHasl TUIIEPTEH3US U

XpOHHUYCCKaA TpOM603M6OJ'II/I‘-IeCKa$I JIerouHas FI/IHepTeHBI/ISI)

14. JlaHo HampaBiieHHME B KCIEPTHBIH LEHTp JierouHoil runeprensun | [la/Her

KpuTeplm OIICHKH Ka4YeCTBa cneuua.ﬂusupona}moﬁ MeIUIMHCKOI OMOIIH B3pPOCJIBIM IIPHA

JerouHoi runeprensuu (koabl no MKbB - 10: 127.0, 127.2, 127.8)

N Kputepun onieHKH KadyecTBa Onenka
n/n BBITTOJIHEHUS
1. BrimosHen npuem (0cMOTp, KOHCYJIbTAIUS ) Bpaua-KapHoiora Ja/Het

128



BrimonHeH o0muil (KITMHIYECKUH) aHAIN3 KPOBU pa3BEPHYTHIN

Jla/Het

Beinonuen aHaIu3 KpOBHU OMOXUMUYECKUI
obOmerepaneBTuueckuii (MccienoBanue ypoBHS MOYEBUHBI B
KpoBu. HccrnenoBaHue ypoBHS MOYEBOW KHUCJIOTHI B KpPOBH.
HccnenoBanue ypoBHA KpeaTMHUHa B KpoBU. MccnenoBanue
ypoBHs o0miero Oenka B KpoBH. VccienoBanue ypoBHs 0OIIero
OounupyOuHa B KpoBH. MccaenoBanue ypoBHS TIFOKO3bI B KPOBH.
HccnenoBanue ypoBHs HaTpus B KpoBH. MccienoBaHue ypoBHs
Kaius B KpoBu. McciieoBanue ypoBHsl CBOOOHOIO U CBSI3aHHOI'O
OounupyOuHa B KPOBH. Omnpenenenue aKTUBHOCTH
acrmapratraMHUHOTpaHcdepasbl B KpoBu. OnpeereHne akTHBHOCTH

aJlaHMHaMUHOTpaHc(epasbl B KPOBH)

Jla/Het

Brimonnen ananus kposu Ha BUY (onpenenenue aHTUTEN KIIACCOB
M, G (IgM, IgG) k Bupycy ummyHnonepunura yenoseka BUY-1
(Human immunodeficiency virus HIV 1) B kpoBu, onpenenenue
antuten kiaaccoB M, G (IgM, IgG) k Bupycy

umMmyHo iepunmra genoeka BUY-2 (Human immunodeficiency
virus HIV 2) B kpoBH) eciy HE BBINOJIHEHO NPU OKa3aHUM MpPU

MNEPBUYIHO ITOMOIIIHU

Jla/Her

BrinonueHo uccrenoBanue ypoBHs N-TepMUHAIBHOTO (pparmMeHTa

HaTpuilyperudeckoro npormnentuaa Mo3roporo (NT-proBNP)

Nla/Her

BoimonHeHa KoMmbploTepHass Tomorpadusi OpraHoB TpyJIHOM
MOJIOCTU C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPAcCTUPOBaHHEM (B
DKCIIEPTHOM ILEHTPE B Cllydyae, €CId HE BBIIOJIHEHA B

amMOyJIaTOPHBIX YCIOBHUSAX)

Jla/Het

Brinonnena perucTtpanud 3JICKTPOKapAUOTrpaMMEbIL

Nla/Her

Brinonnena sxokapauorpadus

Na/Her

Brimonmeno HCCICA0OBAHNUEC HECIIPOBOUIMPOBAHHBIX ABIXATCIIbHBIX
00BEMOB U MTOTOKOB (B AKCIIEPTHOM IIEHTPE B ClIyyae, €ClIu He

BBINOJIHEHA B aMOYJIATOPHBIX YCIOBHUSAX )

Jla/Het

10.

BrinosnHena 4ype3BeHO3Has KaTeTepus3alus cepAua MauueHTam ¢
noao3penneM Ha Hauue JIAT unu XTOJIT qyist noaTBepkaeHus

Auardo3a U OonpeaAcJICHUA TaKTHKU JICUCHUA IIPU HEBO3MOXKXHOCTHU

Na/Her
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BBITIOJIHCHHA JaHO HaIllpaBJICHUC B 3KCH€pTHBII>i HEHTp JIA

BBIINTIOJIHCHU A

11.

BrimosnHena upe3BeHo3Has KaTeTepu3alus cepia B COYETaHUH C
CENIEKTUBHOW  aHTHOMylbMOHOrpadueir  (y  OONBHBIX €
XPOHUYECKOW TPOMOOIMOOINUECKON JIErOYHON THUIEPTEH3HEH) )
OpY  HEBO3MOXXKHOCTH  BBINIOJIHEHUS JIaHO HANpaBJICHUE B

3KCHepTHBII\/JI LHCHTP [JIA BBIIIOJITHCHUA

Jla/Her

12.

[IpoBeneHna Tepamusi OJIOKAaTOpaMU  KalIbIIMEBBIX  KaHAJIOB—
MPOU3BOHBIX JUTHAPONUPUIMHA WU #AUIITUA3EMa IS JICUCHUS
MalMUeHTOB uauonarudeckor, HacieactseHHoit JIAL, JIADT npu
npuemMe JIEKapCTBEHHBIX IpenaparoB npu HAIMYUU

IMOJIOKHUTECIIBHOI'O Ba3OPCAKTHUBHOI'O TCCTA

Jla/Her

13.

[TpoBenenacnenupuveckas crapToBasi MOHOTEpAIUs y MAlUEHTOB
¢ JIAI'-BHUY, nopromynbmonanbHoit JIAI, mnpu cunapome
OlzeHMeHrepa  (malMEHTaM C  BIEpPBblE  YCTAHOBJIEHHBIM

JINAarHO30M)

Jla/Her

14.

V nanuentoB WIAI', HJIAT, JIAT' npu npueme jekapCTBEHHbBIX
npenapatos, JIAI' Ha ¢one Ct3CT, pesunyansnoit JIAI' nocie
KOPPEKIMH MPOCTHIX CHCTEMHO-JIETOYHBIX IITYHTOB HU3KOTO PHUCKA
0e3 cepAeYHO-JIErOYHOM KOMOPOMIHOCTU IMpPOBEACHA HadaibHas
MoHoTepanus  ADP,  UH®DJD-5, puonuryatomMm™*  wnm

ceJieKkcumnarom **

15.

[TpoBenena ockanmanus JIAI cneunduueckoit Tepanuu (Ha
OCHOBAaHMHU AAHHBIX OLICHKU PpHCKa CMCPTHOCTHU IPHU OTCYTCTBHU

MCIUIMHCKHUX HpOTHBOHOK&?»@.HHfI)

Jla/Het

16.

[IpoBenena JieroyHas TPOMOIHIAAPTEPIKTOMHUS  TEXHUUECKU
onepabenbHpiM  namueHtamMm ¢ XTOJIIT mpu  oTrcyTcTBUHM

MEAMIMHCKUX TPOTUBOMOKA3aHUI)

Nla/Her

17.

Haznauena cnenuduueckasi Tepanus MaldeHTaM ¢ XPOHUYECKOU
TPOMOOSMOOINYECKONW  JIETOYHOM TuNepTeH3ued B  cCilydae
HeonepadbeTbHOCTH (pu OTCYTCTBUH MEIUILIUHCKIX

MPOTUBOINOKA3aHUM )

Jla/Het
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Ipunoxenue Al. CocraB paGoyeil rpynnsl 1o pa3padoTke U nNepecMoTpy

KJIMHUYECKUX PeKOMEeH Al

l. Asnees Cepreii Hukonaesua (Mocksa). Poccuiickoe pecriupaTopHoe 00IIecTBO
2. Bap6apam Onwra JleonnnosHa (KemepoBo). Poccuiickoe KapAnoIornueckoe 001mecTBo
3. BamueBa 3apuna ConranoBHa (MockBa). Poccuiickoe kapauosiormueckoe o0mecTBo/

Poccuiickoe MCIUIIMHCKOC O6HI€CTBO 110 apTepHaHBHOﬁ TUIICPTOHUU

4. Bonkos Anekcanap BurtanbeBuu (MockBa). Accouuanus peBMaroioroB Poccun

5. BecenoBa Tarbsina HukonaeBna (Mocka). Poccuiickoe OO1iecTBo PeHTreHOI0roB 1
Paguomoros

6. [NansBuy Ans6ept CapBapoBuu (Kazans). Poccuiickoe kapaunonoruiyeckoe o0IecTBO

7. I'onuapoBa Haranes CepreeBna (Cankrt-IlerepOypr). Poccuiickoe kapamosiorudeckoe
00111eCcTBO

8. I'op6aueBckuii Cepreit BanepreBuu (MockBa). Accouuanusi CepaeuHO-COCYIUCTHIX

xupypros Poccun

0. I'pamoBru Bmamumup BmagumupoBuu (MockBa). Poccuiickoe KapamoJornyeckoe
obmiectBo/ EBpormeiickas accoruarys 1mo cepAaeyHo-cOCYIUCTor Bu3yanm3anuu/ EBpasuiickas
accouuanus KapAauoaoros

10. Januno Hukomnait Muxainosud (Mocksa). Poccuiickoe kapuosioruaeckoe o01ecTBo /
Poccuiickoe MenuImHCKOE 00IECTBO MO apTepUaIbHOIM THIEPTOHUH

11. Knumenko Anecst AnekcanapoBna (Mocksa). Accoruaiius peBMaTosoroB Poccuu

12. Mapreaiok Tamuna BuranseBHa (MockBa). Poccuiickoe kapauonornyeckoe o01ecTBo/

EBpaSHﬁCKaH acconanus KapanojaoroB

13. MouceeBa Omnbra Muxaitnosaa (Cankr-IlerepOypr) Poccuiickoe kapauonoruyeckoe
00111eCTBO

14. PeokxkoBa [lapesi BuktopoBua (Cankt-IletepOypr). Poccuiickoe Oo6miectBo fnepHoit
MEAULIVHBI

15. CumakoBa Mapus AnekcannpoBHa (Cankt-IlerepOypr). Poccuiickoe kapauonorunyeckoe
00111eCTBO

16. CununpiH Banentun EBrenneBuu (MockBa). Poccuiickoe ObmectBo PentreHonoros u
Panuonoros

17. CrykanoBa Onbra Bnagumuposna (Mocksa). Poccuiickoe OOmiectBo PeHTreHoI0roB 1
Pangnoioros
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18. Yazosa Hpuna ErenbeBHa (MockBa). Poccuiickoe kapauosormueckoe o01ecTBo/

EBpaszuiickas acconuanus KapIuoJIoroB

19. UepnorpuBoB HWropr EsrenbeBuu (MockBa). Accomuanus CepledyHO-COCYAUCTBIX

xupypros Poccun

20. [[Imanbn AnTOH AnekceeBud (MockBa). Accolndanusi CepAeIHO-COCYIUCTRIX XUPYPIoB
Poccun
21. [{apeBa Haranbst AraronbeBHa (MockBa). Poccuiickoe pecipaTopHoe 001IeCTBO

Unens! pabouell rpynnsl MOATBEPAWIM OTCYTCTBHE (DMHAHCOBOW MOIIECPKKH / KOH(DIMKTA
UHTEpecoB. B ciydae cooOmieHns 0 HaTMuul KOHMINKTa MHTEPECOB, WieH(bI) paboueil rpymnsl

ObUI(M) UCKITIOUEH(BI) U3 00CYKICHHS PA3JIeNIOB, CBA3aHHBIX C 00JIACTHIO KOH(IMKTAa HHTEPECOB.
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Ipunoxenue A2. MeTom0/10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al

[leneBast ayAMTOPHSI TaHHBIX KIMHUYECKUX PEKOMEHAALINMN:
1. Bpau-kapauonor
Bpau-nynsmonoor
Bpau-peBmatosior
Bpau-anecre3nonor-peaHumMaronor
Bpau-cepreuHo-cocyauCTbIid XUpypr

Bpau-pentrenosnor

R

Bpau o01mielt mpakTUKH (CeMEHHBIN Bpay)

Bcenenctsue Toro, uto PKO BxomuT B coctaB EBpomneiickoro obmectsa kapauonoros (EOK), u
wienbl PKO Taxke sBisrores wieHamu EOK, Bce eBporelickue pekoMeHIanuu GopMUPYIOTCS C
Y4aCTHEM POCCUMCKUX 3KCIEPTOB, KOTOPBIE SIBIAIOTCS COABTOpPAMM pekomMeHAanui. Takum
o0pa3zowm, cymiectytomue pekomeraanuu EOK orpaxarot o0riee MHEHHE BEAYIIMX POCCUMCKIX
Y €BPONECUCKUX KApAUOJIOTOB.

B cBsa3u ¢ atuM (QopMupoBaHHE HAIMOHAIBHBIX PEKOMEHIAIMI MPOBOIMIOCH HAa OCHOBE
pexomennanuii EOK ¢ yueTtoM HamuoHanapbHOW crnenu@uku, ocoOeHHOCTeH oOcienoBaHus,
JI€YeHUs, AOCTYNHOCTH TOW WJIM MHOW MeIMUMHCKOM momoimu. Ilo 3ToM mpuuuHe B Xoze
pa3pabOTKU POCCUMCKUX KIMHUYECKUX pekomeHnauuii PKO ucnonb3oBanbl MEXTyHApOIHBIC
KJIACChl TOKa3aHWUH DPEKOMEHJAIMiA, IMO3BOJSIOMIAE OIEHUTh HEOOXOJMMOCTH BBITOIHEHHUS
Te3uca PeKOMEHJALUN U YPOBHU JOCTOBEPHOCTHU JI0OKA3aTENbCTB JAHHBIX KiaccoB (Talmuiiel
A2.1u A2.2).

B Ttex cmyuwasx, xorma B EBpomnelckux pexkoMeHJanusX OTCYTCTBOBAIM KJIAcChl M YPOBHHU
JIOKa3aTeNbHOCTH, HO MO MHEHHIO HKcreproB PKO naHHBIE TE3UCHl SBISUIMCH KpaiiHe
HEO0XO0IMMBIMU J1J151 BHITIOJTHEHUS MJIM HA000pOT aOCOIIOTHO HE PEKOMEH/J0BaHbI K IPUMEHEHHUIO
skcnepTsl PKO ocHOBBIBasich Ha mpaBuiaXx (OPMHPOBAHUS KIJIACCOB IOKa3aHUM COTJIACHO
PEKOMEHIALNSAM €BPONEHCKOro 001ecTBa KapAHOIOroB, CaMH IPOCTABIISIN KJIACChl U YPOBHHU.
B nannoii cutyarnuu o6o3nauenue EOK 3ameneno va PKO — kiacchl 1 ypoBHH, POCTaBICHHBIC
skcniepramu PKO.

Kpowme Toro, no6asnena HoBas cucreMa mkan Y/ u YYP s neueOHbIX, peaOMIUTalliOHHBIX,
npopHIaKTHYECKUX BMELIATEIbCTB U AUArHOCTUYECKUX BMemaTenbeTB (Tabmuubst A2.3, A2.4 u
A2.5), Beenennas B 2018 r. ®I'BY IOKKMII MunzgpaBa PD. Takum obOpa3zom, B TEKCTe
KIMHUYECKUX  peKOMeHJalui, pa3pabarbiBaeMbix dkcnepramu PKO, oaHOBpemeHHO
UCIIONIb30BaHbI Be MKaibl (Tabmuier A2.1-A2.5).

HOp}IIIOK OOHOBJICHUS KIMHUYECKUX pCKOMCHﬂaHHﬁ.
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Mexann3m 0OHOBJIEHHS KIIMHUYECKUX PEKOMEHAANN MPeyCMaTPUBACT UX CUCTEMATUUYECKYIO
aKTyaJU3allMI0 — HE PEXKEe YeM OJIMH pa3 B TPH roj/ia, a TAK¥KE MPHU MOSABICHUN HOBBIX JTaHHBIX C
MO3UIUH JT0KA3aTeIbHOW MEAMIIMHBI TI0 BOIPOCAM JUATHOCTUKH, JICUCHUS, MPOPHUIAKTUKHA U
peabuauTalu KOHKPETHBIX 3a00JIeBaHUM, HATUYMKU 00OCHOBAHHBIX JOMOMHEHUI/3aMeYaHui K

panee yTBepxka€HHBIM KP, HO He yamie 1 pasza B 6 mecsiieB

Taoauna A2.1. Kiaccbl nokazanui corsiacHo pekomenaanusam EBpomneiickoro OomecrBa

Kapanogoros (EOK).
Kitace [Ipemnaraemas
pexomennanuit | Onpenenexnue (dhopMynupoBKa AJist
(EOK) VCIIOJIb30BaHUS
JlokazaHo WIH OOLIETPU3HAHHO, 4TO
Pexomennosano/
I JUarHOCTHYECKas  MIpoleAypa, BMEUIaTeNnbCTBO/
JICYCHUE SBISIOTCS Y3 EKTUBHBIMU H ITOJIC3HBIMU frokasano
BonbmmHcTBO JTAHHBIX/MHEHHH B nons3y | LlenecooOpazno
Ila 3¢ (HEeKTHBHOCTH/TIOITB3BI nuarHoctuueckoi |IIpumenars
MpOLIEYPhl, BMEIIATEIbCTBA, JICUCHUS
Mo0XHO
IIb D¢ dexTuBHOCTH/TIONB3a JTUAarHOCTHYECKOU | TPUMEHSTh
IIPOLIEYPbl, BMELIATENIbCTBA, JIEYEHUS YCTAaHOBIIEHbI
MeHee yOenuTeabHO
JlaHHbIe WU €IMHOE MHEHUE, YTO JuarHoctudeckas [He pexkomenmyercs
I npouenypa, BMEIIATENHCTBO, JIeYCHUE | TPUMEHSTh
Oecrione3Hbl/He A(PQPEKTUBHBI, a B psJie CIIy4aeB
MOTYT IPUHOCUTD BPEJI

Tadauna A2.2. YpPoBHHM [0CTOBEPHOCTH [0KA3aTeJIbCTB COIVIACHO PeKOMEHAalusiM

EBponeiickoro Oomecrsa Kapauosoros (EOK).

YpoBHHU focTOBEpHOCTH Jloka3zarenbeTB (EOK)

A Z[aHHLIe MHOTOYHUCJIICHHBIX pPaHAOMU3UPOBAHHBIX KIMHUYCCKUX
HCCIICIOBAHUM UM METaaHaJIN30B

B JlanHBIE TIONly4EeHBI MO pe3yjbTaTaM OJHOTO PaHIOMHU3UPOBAHHOTO
KIIMHUYECKOTO  WCCIICJIOBAHUS WM KPYIHBIX  HEPaHJIOMHU3UPOBAHHBIX
HCCIIEIOBAHUMN

C CornacoBaHHOE€ MHEHHE OKCIEPTOB W/HIM  Pe3ylbTaThl HEOONBIINX

VCCJIEIOBAHMM, pETPOCTIEKTUBHBIX MCCIIEI0BAaHUMN, PETHCTPOB
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Taoauna A3.3. IlIkana oueHKH YpOBHe#ll a0cTOBepHOCTH AokazareabcTB (YA) nuas

METOJA0B THAIHOCTUKH (unarnocnmecnmx BMeIlIaTe.]'[LCTB)

Y PacmmdpoBka

1 Cucrematuieckre 0030pbl UCCICAOBAHMI C KOHTPOJIEM pedepPEHCHBIM METOI0M
WINA CUCTEMATHUYECKUI 0030p paHIOMU3UPOBAHHBIX KIMHHUYECKUX UCCIIETOBAHHIA
C IPUMEHEHUEM MeTaaHaIn3a

2 OTtaenbHBIC UCCIIEIOBAHUS C KOHTPOJIEM pedepeHCHBIM METO0M WIIH OT/ICIbHBIC
PaHIOMHU3HPOBAHHBIC KIIMHUYECKUE WCCIICAOBAHUS U CUCTEMATHUECKUE 0030pPbI
UCCIICIOBaHM  JIIOOOTO  JU3aiiHa, 3a MCKIIOYCHHEM PaHIOMHU3MPOBAHHBIX
KJIMHUYECKHUX MCCIICIOBAaHNH, C IPUMEHEHUEM METaaHaIn3a

3 I/ICCJ'IG,I[OBaHI/IH oe3 IMOCJICA0OBATCIIBHOI'O KOHTPOJIA pe(i)epeHCHI)IM METOAO0M HIIN
HCCICIOBaHUA C pe(i)epeHCHBIM METOJAOM, HC SABIAIOIIMUMCA HC3aBUCUMBIM OT
HCCIEAYEMOI'O METOda nin HEPpaHAOMU3SUPOBAHHEBIC CpPaBHHUTCIIbHBIC
HCCIICO0BAaHUs, B TOM YUCJIC KOI'OPTHBIC NCCIICOAOBAHNA

HeCpaBHI/ITeJIBHLIG HCCIICAOBAHUS, OITMCAHUC KIMHUYCCKOTO ClIydas

5 Hmeetcs aumb 000CHOBaHHE MEXaHU3Ma ILCIZCTBHH HJIM MHCHHEC SKCIICPTOB

Tadauuna A3.4. lllkana ouenku ypoBHeil aocroBepHocTH Aoka3ateabcTB (YAA) nas
MeTO/I0B NPOPUIAKTUKH, JIeHeHUs] W peadwiauTanuu (MPoPuIaKTHYECKHX, Je4yeOHBbIX,

peaduIMTAIMOHHBIX BMENIATEIbCTB)

Y Pacmudposka

1 Cucrematnueckuit 0630p PKH ¢ npumeHeHneM meTaananmsa

2 Otnenbubie PKU u cuctemaTrueckue 0630psl HCCie0BaHUM J1000r0 Anu3aiiHa, 3a
uckirouenrnem PKH, ¢ mpumenenneM Meraananusa

3 HepannomusupoBaHHblE CpaBHUTEIbHBIE HCCIEIOBAaHUS, B T. Y. KOTOPTHBIE
VICCIICJOBAHMSI

4 HecpaBHuTenbHble HMccnea0BaHUs, OMUCAHUE KIMHUYECKOTO Cilydas WU CEpHUH

CJIy4acB, UCCIICAOBAaHUA ((CHy‘I&fI-KOHTpOHB»

5 HNmeetcs JIMIIb 000CHOBaHHE MCEXaHUu3Ma HeﬁCTBHﬂ BMCIIATCIIbCTBA
(I[OKJ'II/IHI/I‘IGCKI/IG I/ICCHGIIOBaHI/ISI) HJIM MHCHUE SKCIICPTOB

Ta6nunma A3.S. IIkaga oueHkn ypoBHeil yOeauteabHocTH pexomengauuii (YYP) nns
MeTOoA0B NPOPUIAKTUKH, THATHOCTHUKH, JIeYeHUs U peabuanrauuu (MpopuIaKTHYeCKHX,

AUATHOCTHYECCKHX, J'Ie‘-leﬁHbIX, peaﬁl/lJII/ITaIII/IOHHLIX BMeIIIaTeJ'lLCTB)

YVP PacmdpoBka

A CunbHas pexkoMeHJanus (Bce paccMmarpuBaeMble KpUTepuH 3(PQEeKTHBHOCTH
(ucxonpl) SBIAIOTCS Ba)XXHBIMH, BCE€ MCCIEAOBAHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIBHOE  METOJOJIOTUYECKOE  KAauyeCTBO, MX  BBIBOABI IO
MHTEPECYIOUIMM HCXO0JIaM SIBJISIIOTCS] COTVIACOBAaHHBIMU )

B VYcnoBHas pekoMeHIaus (He Bce paccMaTpuBaeMble KpUTEPHH dPPEKTUBHOCTH
(ucxonpl) SIBISIIOTCS Ba)XKHBIMH, HE BCE HCCIEIOBaHHMS HMMEIOT BBICOKOE HIIU
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YAOBJICTBOPUTCIIBHOC METOHOJIOTHYECKOE Kad€CTBO H/UIA  ux BBIBOAbI IIO
HHTCPCCYIOIIUM HMCXOAaM HC SABJIAIOTCA COFHaCOBaHHbIMI/I)

Cnabas pekoMeHaanus (OTCYTCTBUE JOKA3aTENbCTB HAAJIEKAIET0 KauecTBa (Bce
paccMmarpuBaeMbie Kputepun 3(PPEeKTUBHOCTH (MCXOMBI) SBISIOTCS HEBAKHBIMH,
BCE UCCIECA0BAHUA UMEIOT HU3KOE METOI0JIOTMYECKOE KAaYECTBO U UX BBIBOJBI 110
WHTEPECYIONIUM UCX0JIaM HE SIBJISIFOTCS] COTJIaCOBAaHHBIMM)
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Ipunoxenue A3. CipaBouHble MATEPHAJIbl, BKJIKYAsl COOTBETCTBHE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

Tabanna A3.1. CtaproBble 1 MakcuMaJbHbIe 103b1 JIAD-cniennduyecknx npenaparos

[Ipenapar CrapToBas 103a MakcumanbHas CyTO4YHas
JI03UPOBKa

EJIOKaTOpBI KaJIbIIMCBBIX KaHAJIOB

#Hubequmuua™** [12,15,16] 30 mr x 2 pa3a B JeHb 120240 mr
#AMnomunmua** [12,15,16] 2,5 mr x 1 pa3 B aeHb 15 mr
#luntunazem [12, 15,16] 60 mr x 3 pasa B IcHb 240-360 mr

Amntaronuctsl peuentopoB sHpoTennHa (CO2KX AHTUrMIEpTEH3UBHBIE CpEACTBA JJIf
JIeYCHHMsI JIETOYHON apTepuaIbHOM T'MIIEPTEH3UH )

AmOpuzenTan™* 5 mr x 1 pa3 B 1eHb 10 mr
bozenran™** 62,5 Mr X 2 pasa B JIeHb 250 mr
Manutenran™* 10 mr x 1 pa3 B ieHb 10 mr

Huaruburopst ®J12-5 (GO4BE Ilpenapatsl 1uis JedeHHs SPEKTUIBHON TUCYHKIINH)

Cunnenagun 5-10 Mmr x 2-3 paza B ieHp | 60 mr

Tananagun 20 mr x 1 pa3 B 1eHb 40 mr

Crumynstop pI'll (CO2KX AHTUrHMNEepTEH3WBHBIE CpEACTBA JUIsl JIEYEHHS JIETOYHOMU
apTepuatbHON TMIEPTEH3UH)

Puornuryar ** 1 mr x 3 pa3 B i€Hb 7,5 Mr

Amnanoru npocranukinHa — npocranoun il (BO1AC AHTHarperanTsl, KpoMe rernapuHa)

WMHraasinuoHHbINA UIOIPOCT 2,5 mxr 6 pa3 5 MKT 6-9 pa3

Aronuctsl penentopos I - aronuct penentopos npocrarukinria (BO1AC AHTHarperanTsl, KpoMe rernapuHa)

Cenexcunar** 200 mxr 2 paza 3200 mkr

HpI/IMe‘{aHI/ICZ *I[03a, AO0CTaBJIsIeMad 4€pe3 MYHAUTYK HHTAJIATOPa
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Taoauna A3.2. PacnipeesieHue JJeKapCTBEHHbIX NMPeNapaToB U TOKCHMHOB B 3aBUCHUMOCTH

OT CTeNeH! PUCKA Pa3BUTHA JIETOYHOH apTepuaibHON runeprensus (6, 11]

OnpeneneHHblil Beposthblit

. AMUHOpPEKC oo Koxaun

. DendrropaMuH o OeHWIPOIIaHOJIaAMUH
Hexchendaropamun AMdeTaMuHOTIOT0OHBIE MTperapaThl
Tokcuueckoe parcoBoe Nurtepdepon a u
Maclto ANKUIMpPYIOIIKAE CPeICTBa

oo bendnroopexc (mukmodochamu g™ *, MuTOMUIIUH* *)

. HazatuHu6** . DKCTPAKTHI TPaBbI 3B€p0O00S MIPOIBIPSIBICHHOTO
MertamdeTamuHbI

bozytuan6**

AHTUBHPYCHBIC TMpemapaTsl TPOTHB BHUpPYyCa
rematuta C mpsmoro geiictBus  (ATX
[IpoTuBOBUpPYCHBIC TpenapaThl IS JICUCHHS
renatuta C) (copocOyBup™**)

Nunnpy6un (kurtaiickas tpasa Llun-/laif)
Jlnazokcung

Jlepynomm**

Amun N-(6-penunrekcanons1)raummi-L-
TpunrogaHa

[Tonatuau®

CeneKTUBHBIC  WHTHOUTOPBI
(kaphumzomMuo**)
PactBopuTenu (TpUXIOPITHIICH)

POTEaCOMBI

Tabauna A3.3. OcHoOBHBIE (POPMYJIBI VI pacyeTa reMOANHAMHUYECKUX MOKa3aTesen

Iloka3arennb

Popmyna

Cpennee JUJIA, MM pT. CT.

(CIUIA + 2*JIJIUTA)/3

Cepaeunslii uagekc (CH), n/mMun/m>

MOK/momaas ToBEpXHOCTH Tesa

JICC, en. Byna

(cpen. JJTA-J13JIA)/MOK

JTIK)

TIII", MM pT. CT. cpen. JJTA-JI3JIA
JIIT, MM pT. CT. JJJTA-13JIA
VYnapusiii 00bemM jeBoro xkemynouka (YO MOK/YCC

Wunexc o0BeMa

JKCJIIyJOYKa

yIIapHOTO JICBOTO

YO JIK/mmomians moBEpXHOCTH Teja

COKpaIEHHI

IIpumeuanue: JI3JIA — naBneHMe 3aKJIMHUBaHUA B JieroyHoi aprepuu, JJJIA — naBineHue B
nerounout aprepun; IJIJIA — nuacronnueckoe AaBiaeHue B jeroyHou aprepuu; JOK — neBbiid
xenynouek, JICC — nerounoe cocyauctoe compotusienne, MOK — MuHyTHBIH 00beM
kpoBooOpamenus; C/IJIA — cucronuyeckoe paaBineHue B JeroyHou aprepum; TIIIN —
TPaHCIYJIbMOHAIBHBIA TpaaueHT, YO — ymapubiii o0bem, UCC — wyacroTa cepledHbIX
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Taoauna A3.4. BepositHocTh Hasmuusi JII', cBSI3aHHOM ¢ MAaTOJI0OTHel JIeBbIX OTHEJIOB

cepaua
[IpomexxyTouHas
Jlanublie MainoBeposiTHO BEPOSITHOCTH BepostHo
Bo3zpacr <60 ner 60-70 net >70 net
Oxupenue, AT,
THUCIAIINIEMMUS,
HapyIIeHHEe
24 OTCyTCTBYIOT 1-2 >2
TOJICPAHTHOCTH K
TIFOKO3€/CaxapHbIi
nuadeTr
Hamnune 3a00JI€BaHUH Her Tla
JIEBBIX OTJEJIOB cep/la Ja
BwmemarenscTBa Ha
Her Her Ha
cepale B aHaMHE3€e
OubpuILIAIUS [IOCTOSIHHAs/
npeacepann OTCYTCTBYECT mapoKCcu3MalibHas NEpCUCTUpyroman
CTpyKTYpHEIE
PYKTYP Her Her [IpucyrcTBytor
3a00s1eBaHus cepala
B HOpME 0%t
MIPU3HAKU
OKI' neperpy3ku [DK Ymepennas ['JIK BJIHIIT nan 'K
Jnnatanus JIIT
(uamekc  oOwbema
JITT >34 mon/m?)
OTtcyTcTBUE K
munatamuu JIIT Bripaxxennsie
HaganpHas HapylIIeHUS
9x0KI' py 5
JHaCTOJIHYecKas JIHACTOJHYECKOM
TUCHYHKITUS byHKIUN JX
muokapaa JOK (pecCTpUKTHBHBIH
THII
TPaHCMUTPAIBHOTO
MOTOKA)
OrtcyTcTBUE
munatanuu JITT
E/e’ <13
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— Bpricokuii
— VE/VCO;
OtcyrcTBYyeT
OprocnupoMeTpus (dheHomeH
Harpy304Houn
OCIUJUISITOPHOM
BEHTHJISILIUI

OtcyTcTBUE
MaTOJIOTHH
JIEBBIX OT/IEJIOB
cepama

MPT cepaua u
MaFI/ICTpaJIBHBIX COCYJIOB

[ToBbIIEHHBII
VE/VCO2
(henomeH
Harpy304HoOi
OCLIWJIIATOPHOU
BEHTUJISILIUU

Taoauna A3.5. Ilunamudeckoe Ha0/01eHne nauueHToB JIAT

Hexoano Uepes 3-6 mec.

e

Kimnnueckas ouenka (OK)

Tect ¢ 6-MUHYTHO#H X016001

AHanussl KpoBH
23
(Bxi1. NT-proBNP)

OKT

IxoKT"

1

— YMepeHHOo
— IIOBBIIIICHHBIN
VE/VCO;
(dheHomeH
Harpy304HoOMn
OCHUJUISITOPHOM
BCHTHJISALINHI

- I'JIXK

— Junarauus JIIT
(mepopmanust wim
OTHOIIICHHE

JITI/III >1)

[Ipumeuanns: Cpokn HaOIIONEHUS TOJDKHBI OBITH CKOPPEKTHPOBAHBI B 3aBUCUMOCTH OT KIMHUYECKOH CHUTYaIluH,

stronoruu JIAT', kareropun pucka, COMyTCTBYIOIIEH MATOIOTUH.

2

OcHOBHBIE TTaOOpaTOpPHBIE TECTHI BKIIOYAOT OOIMMI (KIMHWYECKHH) aHalW3 KpoBU pa3BepHyThil, MHO (y

MAlMeHTOB, TOJIyYarolUX aHTaroHUCThl BuTamMuHa K), aHaau3 KpOBH OMOXMMHUYECKHH OOIIETEepaneBTUUECKHMH,

WCCIIeIOBaHUE YPOBHs Harpuilyperudyeckoro nentuaa mo3roBoro (BNP) wim N-tepmuHambHOro (parmenra

HaTpUHypeTH4ecKoro npomnentuaa Mmo3rororo (NT-proBNP)

3

[Hon. naboparopusie anamu3bl (MccnenoBanue ypoBHs TupeorponHoro ropmona (TTID) B kpoBu, mccienoBanue

YPOBHA TPOIIOHWUHOB I, Ts KpOBH, UCCICAOBAHUEC YPOBHA TPOIIOHWHA Ts KpOBH, UCCIICA0OBAHUC YPOBHA MOYEBOU

KHCJIOTBI, HCCJIICAOBAHHUC YPOBHSA IKEJI€3a CBIBOPOTKH KPOBHU, HCCICAOBAHHUE YPOBHSA (beppI/ITI/IHa B KpOBH,
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HCCIICAOBAHUEC HACBILICHUA Tpchq)eppI/IHa )Ke.]'le30M) MMPOBOAATCA B 3aBUCUMOCTU OT KIIMHUYCCKUX 0COOEHHOCTEH

nanyucHTa.

4

HccnenoBanne KUCIOTHO-OCHOBHOTO COCTOSIHUS U ra30B KpOBH CJICAYCT NPOBOAUTL IPHU HadaJbHOM OIICHKE, a MpHu

JUHAMHUI4YCCKOM Ha6JI}O,H6HI/II/I y CTaOUJIBHBIX TIaIME€HTOB BO3MOYKHA 3aM€HA Ha ITYJIbCOKCUMETPHIO.

Taoauna A3.6. IluarnocTuyeckue NPU3HAKHA y NAMEHTOB ¢ pa3juyHbiMu popmamu JIT'

Huarnoctu | PesynpraTel | I'pynna 1 |I'pynna 2 I'pynna 3 I'pynna 4
YeCK uii |/ mpusnaku | (JIATD) JIr JIr JIr
METO/ BCIICJICTBUE BCJICJICTBUE BCIICJICTBUE
MaTOJIOTUHU 3a00j1€BaHUN | OOCTPYKITUU
JIEBBIX JIETKUX) JIETOYHBIX
OTJICJIOB apTepuii)
cepaia)
Kmuanueck | Knuauueck | [lanmeHThl IIpenmymecr | [Ipenmymecr | [laruenTtsl
ue ue Pa3HBIX BEHHO BEHHO pa3Horo
MPOSIBIICHUS | IPU3HAKU BO3PaCTHBIX MAIUEHTHI HaIMEHTHI BO3pacTta, ¢
TpyIIIL, HO | IOKUJIOTO MOXKHJIOTO OJIMHAKOBOM
MPEUMYIIECTB | BO3pacTa, BO3pacra, BCTPEUAEMOCT
€HHO MOJIOZIble | Ipeo0afaHu | IpeodsagaHu | bio y
JKEHIIIUHBI. € JKEHCKOTO |€ MYXKCKOro |IalueHTOB
Knunnueckas | mona pu | IoJa. MYXCKOTO U
KapTUHA CHc®B. AHamHe3 YKEHCKOI'0
3aBUCUT  OT | AHamHe3 3a0osieBanusa |nona. BTO B
HATUYUs 3a0oneBaHus |u aHaMHe3e
acCOLIMUPOBAH | H kinuHudeckue | (XTIJIT
HBIX KJIIMHUYECKHE | IaHHBIE, MOXET
3a0ojieBaHui/ | JaHHBIE, YKa3bIBAIOIM | BOBHHKATh U
COCTOS HMM M | yKa3bpIBalOIUM |€ Ha | TOpu
¢denortumna € Ha 3a00JieBaHNE | OTCYTCTBUU
IJ10C JIETKHX. BTO B
Yacto aHaMHe3e).
kypeaue B | DakTopsl
aHamMHe3e pHucKa
XToJII!
[Torpebnoc |Heuwacro, 3a |Heuacro OO6b1YHO Heuacro;
Th B | UCKJIIIOYEHUEM UMeeTCs; BCTpEYaeTcs B
KUCJIOPOJIE€ | COCTOSHUH € qacTo TSOKEIBIX
pu Huskoi DLCO BBIpAXEHHAS | CIydasx c
TUTIOKCEMHU | UJTH TUTIOKCEMHUsSI | TPEUMYIIIECTB
u BEHOApTepHal MpU TSDKEJION | €HHO
BHBIM IITYHTOM JIT JIUCTATEHBIMHA
MOPAKEHUSIMU
JIErOYHOMN
apTepuu
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IIpunenpHa T pazmepa 1 pasmepa | [Ipusnaku 1 pa3mepa
S TT/IDK/JTA JITT/JK napenxumato | [TIT/TDK/JIA
PEHTTEHOTD Huddysnoe [Tpusnaku 3HOI'0 | kommuectBa
adust obenHeHHE BEHO3HOTO 3a00jeBaHusg | U pasmepa
OpraHoB nepudepudec | 3acTos B |JIETKUX nepudepudec
rpyAaHON KOTO JIETKHX, KHX COCYJIOB,
KJIIETKU COCYAMCTOIO | MHTEPCTULIMAI 30HBI
pHUCYHKa BHOT'O OTEKa. JIOKaJIbHOMN
Coucranue OJIUTEMMH,
MIPU3HAKOB nedpopmarus
BCHO3HOM U KOpHEM
apTepHalbHON JIETKUX, 30HBI
Jr THEBMOPUOPO
3a Kak MCXOJ
IIEPEHECEHHBI
X HWHPAPKTOB
JIETKOT0
OB/l (cm. |Otknonenu |B Hopme wiu |B Hopme miu | OTkionenuss |B Hopme umum
Cnucox s1 OT HOPMBI | HEOOJIbIINE HeOOoJIbIINE OT  HOpPMBbI, | HEOOJbIINE
COKpAIlIEH! | IPH OTKJIOHEHUS OTKJIOHEHUS TSKECTh OTKJIOHEHHSI
i) CIIUPOMETP KOTOPBIX
ulccnenos | uu/uc 3aBUCHUT  OT
aHue CJIEJOBaHU OCHOBHOTO
KHCJIOTHO- u OB/ 3a00JIeBaHUS
OCHOBHOTO JETKUX
COCTOSTHUS
u ra3oB
KpOBU
cocraBa DLCO Hopmanbnas |Hopmanbnas |Yacto ouenbp | HopmanbHas
apTepualb WIH CO | W CO | HU3Kas WIH co
HOU KpOBU CHU)KEHHEM CHUKEHHEM (<45% OT | CHUXKEHHEM
JIETKOM/CpeiH | IerKoi/CpeH | TOJHKHOTO Jerkoit/cpenx
el  cTemeHu |ell  CTemneHH, |3HAYEHMUS) €l CTeneHn
(aM3KO€ O0COOEHHO TP
3HA4YCHHE CHc®B
DLCO  1npu
CCH-JIAT,
JIBOb u
HEKOTOPBIX
dbenoTumnax
NJIAT)
Hccenenosa | I'a3o0Bblii
HUE COCTaB
byHKIIUN apTepualbH
BHEIIIHETO | O KPOBH
ApixaHus u | PaO Hopmanbshoe Hopmanbnoe | CHMkEHO Hopmanbsnoe
aHaIu3 2 WJIM CHUKEHO | WJIM CHUYKEHO WM CHUXKEHO
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ra3oBOro PaCO CHMKeHO 00BIYHO B |CHmxkeno, B | HopmanbHoe
cocraBa 2 npenenax npenenax WM CHUKEHO
apTepualb HOPMBI HOPMBI  WJIU
HOU KpOBU MOBBILICHO
(mpomomxe
HUE)
OXoKapauo ITpusnaku JII' | [Ipusnaku IIpusnaku JII' | IIpusnaku JII'
rpa us (noBeimennoe | [TJIOC (yBenmuuenue | (yBeIu4ueHUE
CLJIA, (CHHODB, CHJIA, CHJIA,
YBEJIMUCHHUE CHc®B, pa3MepoB pasmMepoB
[TI/IDK), KJIallaHHbIE MITIDK) [I/IDK)
MOTYT OBITh nopoku) u JII'
BIIC (OBBILLIEHHOE
CHJIA,
BO3MO>KHO
yBEIMUYEHUE
pa3MepoB
[TIT/TTX)
Cumnrurpa |lIlnanapuas |Hopma  wmm |Hopma  wim |Hopma wnm | HecoorBercTB
bus nerkux |— B/IT | coorBerctBue | B/I1 B/I1 ne nedexToB
OOOKT B/I1 nedektoB | cooTBEeTCTBHE |COOTBETCTBUE |mepdy3uu U
BEHTUJISIIIUH
KT [Ipuznaku JII' | IIpu3Haku IIpuznaku JedekTs
OpraHoB nunu JIBOb I[J10C, MapEHXMUMATO | BHYTPUCOCY
TpyAHOU 3aCTOMHBIX 3HOTO UCTOTO
MI0JIOCTH U3MEHEHUN B |3a00JIeBaHUs | HATIOJIHEHUS,
MKK, JII JIETKHX, MoO3anu4dHas
Jr nepdy3us,
paciiipeHue
OpOHXHMAIBHBI
X aprepuu
[Tpuznaku JII'
Dprocnupo VYBenuuenue Hebonbmioe He6onpmmoe CunbHbIN
MET pus yIja HakJIOHa |IOBBILIEHUE MOBBILLIEHUE | HAKJIOH
VE/VCO HakimoHa VE/ |HakimoHa VE/VCO
2 VCO VE/ VCO 2
Huskoe P |2 2 Hwuskoe P
CO,co |Hopmansnoe |HopmanbHoe co
ET P CoO, P CO, co
2 ET ET ET
CHU)KEHUEM BO 2 2 2
BpeMsl MOBBILIAIONIEE | C CHIDKEHUEM
buznueckoit sl BO HOBBIIIEHUEM | BO
Harpy3Kku BpeMsl BO BpeMsl
bes EOV buznueckoit BpeMs ¢buznueckoi
Harpy3Kku ¢u3nueckoil | Harpy3KH
EOV Harpy3Ku bes EOV
Karerepnsa [Ipexanmmmnsap | M3ommpoBann | [Ipexanmisap | [Ipekanwmisap
A Has JIT asa Haga JII Has JII
MpaBbIX MOCTKAMWUISIP
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OTEIIOB Hal, oo
cepama KOMOWHHPOBA
HHHAas

IOCT-
/mpeKanuuIsp
Has JII'

[Tpumeuanusi: CHc®B -cepaeuHas HEIOCTAaTOYHOCTh C COXPAaHEHHOH (pakmmel BhIOpoca;
CHu®B- cepaeyHas HeIOCTaTOYHOCTh C COXpaHeHHOW ¢pakuueil BweIOpoca; CIJIA-
CHCTOJIMYECKOE JaBJICHHE B JeroyHou aprepuu; BTD- Benosnas tpombGoambOomus; XTIJII -
XpoHuueckass TpoMmOosMOonuyeckass JeroyHas rumneprensus; DLCO- nuddysuonnas
CIIOCOOHOCTB JIETKUX JUIsi MoHookcuja yriepona; Illl-mpaBoe mnpeacepaue; IDK-mpassiii
xenynouek; JIA-nerounas aprepust; JII'- nerounas runeprensus;PaO;- napiuanbHoe AaBICHUE
kuciopona; PaCO2- mapumanbHoe paBieHue yriiekucioro raza; PETCO2- mapumanbHOe
JaBJICHHE YIJIEKHCIIOro ra3a B KoHIle Bbioxa; EOV- ¢eHOoMeH oCHuIIATOpHON HArpy304HOM
BeHTHsiMK;, VE/ VCO2- BEeHTWISIHMOHHBIA JKBUBAJIEHT MO yriekuciomy razy; WJIAT-
uaMonaTHIecKas Jerounas aprepuanbHas runeprensus; [1JIOC —npu3Haku nopakeHus JIeBbIX
otnenoB cepana; JIBOb- neroyHas BEHOOKKIIIO3WOHHAs OOJIC3HB;, B/IT O®DOKT-

BeHTI/IJ'IHI_[I/IOHHO—HGp(l)y:%I/IOHHaH O,Z[HO(I)OTOHHaSI OMHUCCHUOHHAsA KOMIIbIOTCPHAA TOMOFpa(l)I/IH

Ta6nuna A3.7. Pekomenganumn no 3¢pdextuBHoctn JAI'-cnennpuyeckoii MoOHOTepanuu

(JIAT'- I'pynna I)

Yposenn yOeIuTeIbHOCTH peKoMeHnanui/

YPOBEHb JOCTOBEPHOCTHU J0Ka3aTeNIbCTB
['pymmel mpenapaTos

DK 11 OK III DK IV
EOK YVP EOK VYVYP EOK VVP
YA YA YIAA
I1C A3 -
AHTaroHUCTHI KalablUs (ATX 1C A3

bnokaTops! KaabIIMEBBIX KaHAIOB) *

IA Al Ib C
AmOpu3eHTaH A Al C3

AHTaroHUCTHI IA Al mbC C3
peLenTopos bo3enran IA Al

SHJIOTEINHA
IB A2 IIbC C3
Manurenras 1B A2
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Wuruburopsr IA Al IbC C3

dbochoamdcrepazsl  Cunaenadun IA Al
5 Tuna
Tananagun IA Al IA Al IIb C3
C
CrHMyIATOPEL IB A2 IbC C3
Puomuryar IB A2
TyaHUJIATIUKIIA3bl
ATOHHCTBI C3
peLenTopos Cenekcunar IB A2 IB A2 Ib C
MPOCTAIUKINHA

* Tlpu MOJOXKHUTEIHHOM TECTe Ha Ba3opeakTuBHOCTh Yy OombHBIX WMJIATI/HIIATL, JIAT-n/T -

MMPOU3BOAHBIC JUTUAPOIIMPUANHA NI AUJITHA3€EM B MAKCUMAJIbHO ICPCHOCHUMBIX N03axX

Taoauna A3.8. Pekomenaanun no 3(p(peKTUBHOCTH MOCT€A0BATEIbHO KOMOMHUPOBAHHOM

JIAT cnenn¢puueckoii tepanuu (JIAI rpynma I) *

®K I1 BO3
Tepanus
VVYP EOK VVYP EOK YPP
EOK
VI Y ppit
Marnutenran** B monosjgHeHue Kk H®I3-5 IB A2 TIIaC B2
1B A2
Puonuryat** B nonoysHeHne K 6ozentany** IB A2 IIaC B2
1B A2
Cenexcunar®* B JIOMOJHEHHE K AP w/man Ao IB A2 IlaC B2
UDII-5
Wnonpoct** VHTAISIUOHHBIN B IIbB B3 IIbC C3
I1IbB B3
JIOTIOTHEHHE K 003eHTaHy **
Wnonpoct** IIbB B3 IIbB B3
AHTUTAIAOHHBIN 1IbC C3

B OOIIOJITHEHHEC K
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MAallUTCHTaHy

WIIN

amOpu3eHTany**

AmMOpuzeHTan** B gomnonHeHue K U®AD-5 IIbC C3 1IIbC C3
WM PHOLIUTYATY 1IbC 3

Manurentan**  [IbC  C3 IIbC C3 IIbC C3

B JIONOJTHCHHE

K pHOLUTYaTy

k3

Puoruryar ** IIIB A2 1IIB A2 B A2
B JIOTIOJTHCHHE

K UDJID-5

Tab6nmuna A3.9. Pexomenpauum mno 3¢ ¢(eKTUBHOCTH CTAPTOBOl KOMOMHUPOBAHHOM

JIAT cnennpuyeckoi tepanuu (JIAI rpynma I) *

Tepanus

YVYP EOK VYVP EOK VPP

EOK

YA YA YA
ADP B coueraHum C - - IIbC B3
cuigeHapmwioM + HM®ID-5 [TaC B3
WA PUOLUTYATOM
Puouuryar mwim HNPAI-5 B - - - -
COYeTaHUH C ADP wmm IbC C3

CCJICKCHUIIarom
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HU®II-5/puonuryar B COYETAaHUU C

AJP u HHIraJLiIHMOHHBIM -

WJIOTIPOCTOM

ITaC B3

ITaC B3

Taoauna A3.10. BoinmosiHeHue cTaHjaapTa o00c/ael0BaHMsI B 3aBHCUMOCTH OT YPOBHSA

MeIMIMHCKOT0 YUpeKIeHUs
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'YpoBeHb
HanMmeHOBaHNE METUIIMHCKOM YCIIyTH MEIULHCKOU
'Yposens MCII OpraHu3anuu
Peructparus 351eKTpoKapIuorpaMmbl .
[lepBuuHas PernoHanbHbIA
X0JITEPOBCKOE ~ MOHHUTOPUPOBAHHME  CEPACYHOTO
puT™Ma [IepBuuHas IPernoHanbHbINA
[IpunenbHas peHTreHorpadus OpraHoB TIpyIHOU
KJIICTKH [IepruHas PernoHanbHbII
Y 1pTpa3BykoBOE UCCIIEI0BAHKE OpraHoB
6pIOIHHOfI I10JIOCTHU (KOMHHGKCHOC) HepBHqHa;{ IPervnonaabHabIi
[TepBuuHas /
Dxokapauorpadus .
CHCHAIN3UPOBAHHASA |PernoHaIbHBIHA
(OxoKapanorpadus ypecnuieBoHast CriennanusupoBaHHas [PernoHanbHbIN
KomnbrotepHo-Ttomorpaduieckas aHruorpagus
JIErOYHBIX COCYI0B
Criennanu3upoBaHHas [PernoHanbHbIN
PernonanpHbIi/
CuuHTHUrpadus Jerkux neppy3moHHas .
Cnenmanu3upoBadHasi PKCIIEPTHBIM LCHTP
Cumnturpadus  nerkux  neppy3suoHHas B
COUETaHUH co CHMHTUTpaduen JIETKUX
BCHTHIALIMOHHON Criennanu3upoBaHHas [JKCIEPTHBIA LEHTP
Koponaporpadus (py1 HaIM4UK TOKa3aHUH)
Crnenmanu3upoBaHHas [PernoHanbHbIN
AHTHOrpadus JIErOYHOM apTepuH CeJleKTHUBHAs PernonanpHbIi/
(aHruomynbMOHOTpadusl) Crienanu3upoBanHas PKCICPTHBIA LEHTP
CranmapTHOe JIabopaTopHOE 00CIeIOBaHNE [eppuunas PernonanbHb
OrnpeneneHne aHTUTeN
kmaccoe M, G (IgM, IgG) k Bupycy
umMMyHonepuura dvenoseka BHY-1, (Human
. . . . [IepBuunas + .
immunodeficiency virus HIV 1) B xpoBu; PernonanbHbIA
CHelralIn3upoBaHHas
onpezeneHue aHTUTeNd K Bupycy rematuta C u
[NOBEPXHOCTHOMY aHTUTEHY
(HBsAg) renarura B
VIMMYHOIIOTHYECKHIE TECTbI Cnenuanu3upoBaHHas [PernoHaIbHBIN




["eHeTH4ecKOe 00CIEOBAHNE

(DKCIIEPTHBIN LIEHTP

PernoHaabLHbIA

(DKCIEPTHBIN LIEHTP

(DKCIEPTHBIN LIEHTP

PernoHaibHbINA/
DKCIIEPTHBIN LICHTP

DKCIEPTHBINA LIEHTP

(DKCIEPTHBIN LEHTP

Criennaan3upoBaHHas

lccnenoBanus YpPOBHS N-TepMHHATIBEHOTO
(parMenTa HaTpUIypeTHYECKOro NponenTuiaa (Crenuani3upoBaHHas
Mo3roBoro (NT-proBNP) B kpoBu
lccnenoBanue HECTIPOBOIIMPOBAHHBIX
TbIXaTeNbHBIX 00BEMOB U IOTOKOB, UCCIIEIOBAaHHE

N Crenuanu3upoBaHHas
¢ Gy3MOHHOM CITOCOOHOCTH JIETKUX
[TonucomHorpaduyeckoe ucciae10BaHue Crierpanusuposarnsas
bponxockonus C IIUTOJIOTUYECKUM
MCCIIETOBAaHUEM JIaBAKHOM YKUJIKOCTH Crienuanu3upoBaHHas
MarautHo-pe3oHaHCHass Tomorpadus cepamna u
MaruCTpaJIbHBIX COCYZIOB Crnenuanu3upoBaHHas
Upe3BeHO3HAs KaTeTepu3alus cepama CrienuammsuposanHas
OprocMpoMeTpHs Crienan3upoBaHHas
Ponopaspemerme Crienraan3upoBaHHas
Xupypruueckrue BMeIaTeabCTBa Chienuan3upoBanHas

(DKCIIEPTHBIN LEHTP

DKCIIEPTHBIN LIEHTP

DKCIIEPTHBIN LIEHTP
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Ipuaoxenue b. Aropurmsl aeiicTBMH Bpaya

PI/IcyHOK 1. AJ'[l"OpI/ITM JUATHOCTHKH JIETOYHOH THIIEPTCH3NN

OppllwKa HeAcHOTo reHesa u/man nogospenue Ha /Il
( aHamHes, pu3snKanbHoe obcnegoBaHue, nynbcokcumetpua, KT,
peHTreHorpadua OTK,OBA, ¥Y3M nevenn

|

OueHKa BepoATHOCTH Huskan Mouck ap. npUumH
IxoKl BEPOATHOCTL nnu Habniogenmne

Haauuua NI

Y

MpomeyTouHanA
WA BbICOKaA

|

KT OTK ¢ koHTtpactom u/uan
nepdyauoHHan cymHTUrpadua

BeicTpoe
HanpasfieHue
nauveHToB
BbICOKOIO pUCKa

l Matonorua nesbix Kamep cepaua
KnuHuuecku sHauMman Aa
WM NETKMX NOATBEPXKALHA.

NaTo/IoruA NeBbIX Kamep .
BegeHne ocHOBHOW naTonoruu
cepaua u/unm nerkux

HeT
Bepudurauua guarHosa:

3xoKT, YN3xoKr#,

YBKC c BazopeakTueHbim Tectom ¥, AH®, HCVab. HbsAg, NT-proBNP;
A®C*, KIMHT, KomnneKcHas oLeHKa GyHKLUHK
A coueHkoii auddy i 6
MPT cepaua*

JKCNepTHBINA LeHTp | ———

NErkux,
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Pucynok 2. Aaroputm Jjedenus JIAI' (WAL, HJIAT, JIAT' npu npueme JeKapcTB

/TOKCI/IHOB, pe3uayajibHasi JIAI mocie KOPPECKIHH MPOCTBIX CUCTEMHO-JIET0OYHLIX IIYHTOB,

W * Obwye meponpustra (Knace |)
w ‘ [nartos JIAT nogTeepmpeH B SKCNEPTHOM LieHTpe }—» [ ]

* Nopaepwueaowan repanus (Knace )

BasopeaKTuBHbIA TecT
[amMonaTuckan/ Hacnegyeman,

OTpuLaTenbHbii

[ BKK B Bbicokmx gosax }

MonoMutentHbin

T P wenea T e CCOLMMPOBAHHAR C NPUEMOM
Huakuit l TPaTkpumaip p v NERAPCTE W ToRCHHOB NAT)

MpoMEMYTOHHBIH lamccuui
TIPOSOANKHTE NEUeHHe POMEHYT /
bKK 8 BICOKMX fozax Jckanauua ]

NAT-CneyndHYeckoil TRpanin

MaumenTe! bes cepaeuHo-NeroYHo } NauuenTsi ¢ cepaedHo-neroyHoi komopbugHocTsio *
Komop6ugHocTu Bce Kateropu pucka
CTpaTHgMEALMA pucka l l
f ™
[ Huakui } MpomemyTouHbIA ‘ Bbicokmit
J '
l l i ‘ CTapToBas MoHOTEpanus:
- ’ = MOO3-5 unu AIP
HavansHas MoHoTepanu ' Craprosan ABoiiHas Craprosas TpoiiHan
PaHkAR NOCNeA0BaTNbHAS KoMBMHUpOBaHHas WOMBHHNPOBaHHaA
KOMGUHWpOBaKHas Tepanka * | TepaniA \ TEpannn )

{ HabntogeHne 1 perynapHan oLgHKa pucka

WxavemngyanbHbId nogxos
K BbI6Opy AansHelilwei Tepanuu

-— ¥ ~—
[ Huaxwii } [ NpomexyTouHbIA J [ BbicoKHi
l Npn veadpexTusHOCTH TEPINKM
PaCCMOTRETE BONPOC O NPOBEAEHNM ATPMOCENTOCTOMAH
-
Sausmim (" DoBapute war. Wnonpoct uan
TIPoADAKUTE NeyeHue DoBapnmn cunenaduna JamenmTs cenexcunar®® Ka nur. Ha T
cenescunart® a . Pl NPaBNeHKe Ha TX nerknX
DHoupryar® \_ JameHuTs ¢ un Ha puoymryar ** \

JIAT'-C3CT

[Tpumeuanus: 1. Ilepopanbnas JIAI-cneunduueckas tepanus (ADP, UDJII-5, puonuryart,
CEJIEKCHIIAr)

2. Pemmenune Bompoca 00 »dckamanuu Tepanuu 4epe3 3-4 Mec. IS OIEHKH

PE3YJIBTATOB JICYEHUS

3. Hanmmuue tpex u 6osnee pakTOpoOB pUCKa MMAaTOJIOTHH JIEBBIX OTJENIOB cepaLa
(aprepuanpHas TUNEPTOHUS, caxapHbli nuaber 2 Tuma, WMBC, oxupenue, (Gubpuuisius
MpeAcepInii) WM HATMIUe MaToJoTun Jerkux B couetanuu ¢ DLCO <45%

4. B CJIydac BBIPA)KCHHBIX HCKCJIIATCIBbHBIX SIBJICHUSA BO3MOXXHA 3aMCHA HUJIOIIPOCTA

Ha cejekcunar**
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Pucynok 3. AJropurM AMATHOCTHKH XPOHHYECKOH TPOoMO03MOOJIMYECKOil Jero4Hom

THIIEPTeH3UH U XPOHUYECKOH TPOMO03IMO0/1n4ecKOoi 00/1e3HH JIerKuX

AHamHes, CHMNTOMETHKa W NPUSHaKH,

ceupetenscreyowme o XTI/ /XTIBN

Hwuskan sepoaTtHocts /I, Ho coxpaHAeTca
nopospexue Ha XTI/T/XTIBN

TpancropakansHaa IxoKIl

ﬂpome.llly‘mlmanf KapguonynsmoHansHbIH
BbicOKan BepoATHocTb JII HarpysouHbli TecTt

Her panHbix 38 KTIAT/XTIBN =

Nauneie 3a XTINT/XTIBA**

HeT panHe B nonssy
OueHka nepdysum nerkmux* XT3NT/XT360 Mownck Apyrux npyu4nH

TaKOH CHMNTOMAaTHKKN

Kak muHuMyM, 1 cermeHTapHblii uan 2 nayweHTa

cybcermenTapHbix gedekta nepdysun

HanpasneHnue B skcneprHbiii uentp /Il

KT-nynsmoHorpapma
YKBC+cenexktneHan

aHrvonynbmoHorpagmua****

IIpuMeyaHusi: *c IOMOIIBIO CUUHTUIPA(UH JIETKUX NepPYy3MOHHON MIIN CUMHTUTPA(UU JIETKUX
nep¢dy3uonnoii B couerannu ¢ KT opraHoB rpyaHo# monoctn wiu anruorpadueil JeroqHoi
apTepun CeNeKTHBHOW (aHrmomyinbMmoHorpadwus), ** Ilpmsnaku XTOJII/XTOBJI mnpu
SProCIUpPOMETPUM: OrpaHudeHue (uznyeckol paboOTOCHOCOOHOCTH M HapyLIEHHE JIETOYHOM
nepdysun (camwkenne PETCO;, nossienne P(a-ET) CO2, EQ Oz, EQ CO», nakion VE/VCO2

wi P (A-a) O2); *** Koponaporpadus mpu HATHIUH TOKa3aHUH.
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PucyHok 4. AJropuTm JieyeHus1 XPOHUYECKOM TPOMO0IMOOTHYECKOM JIErOYHOM

runeprensuu [12]

180



Ipunoxenue B. Uudopmanus 11 naumeHra

JleroyHast TUIIEPTEH3UsL — 3TO COCTOSIHUE, IIPU KOTOPOM MPOUCXOIUT MOBBILLICHUE AaBICHUS B
cocynax JIETKMX B pe3yjbTare pa3sHOOOpasHbIX NpW4MH M 3aboneBanuii. Hambonee uacto
nerounas runeprensus (JII') pa3BuBaercs Ha (oHE MCXOAHO CYHIECTBYIOIIMX 3a00JIeBaHUN
cepaua, JIErkuxX, TPOMOOTHYECKUX COCTOSHUN M CHUCTEMHBIX 3a00JeBaHHUil COEAMHUTEIHHON
TKaHu. bonee penkuMu mpUYMHAMHM I8 BO3HUKHOBEHUA JII' SABISIIOTCS XPOHUYECKHE
3a0oneBanus nedeHn W BUY-undexnus. OgHako OBIBAIOT CUTyallMH, KOTJa HE YAAaeTcs
oOHapyxuTh npuuuny JII', m B Takom ciydae JII' Ha3bIBalOT WMIMOMATHYECKOW JIETOYHOM
aprepuanbHoi runeprenzuei (JIAT).

Cumnromatuka JII' Hecneunpuyna u OOBIYHO XapaKTEPU3YETCS OIBINIKOW MpH (PU3HMUECKUX
Harpyskax, KOTopasi IporpeccupyeT co BpeMeHeM; o01eit cnabocteio, cepaueduenneM. bomm B
TPYAHON KJIETKE, TOJIOBOKPYKEHHSI M CHUHKOMAJIbHBIE COCTOSIHUS MpH (U3MUYECKON Harpyske
ABIAIOTCSA KpallHE HeOJIaronpusiTHBIMU CHMITOMaMH. A TOSBIEHHE OTEKOB HIKHUX
KOHEYHOCTEH, yBeIuuYeHHe B 00bEME KMBOTA, HaOyXaHHE M IyJbCal[Msl BEH IIEU SIBISAIOTCA
IIPU3HAKAMU TSDKEJIOW HEOCTAaTOYHOCTH IIPABBIX KaMep CepAla U CBUIAECTENBCTBYIOT O JAJIEKO
3alealei craauu 3a00aeBaHusl.

JIAT BcTpeuaercs y nroJei Bcex BO3pacToB, Pac, Kak y My>KUMH, TaK U y )KEHIIUH. Bpauu pa3HbIx
CIEIUATBLHOCTEN MOTYT IMAarHOCTUPOBaTh U JieunTh JII'. OO0beM uccienoBanuii, BIOIHIEMbBIN
npu JII, mocrarouHo OONBIION M BKIOYAeT B ceOS TPEKIE BCEro AXOKapauorpaduio,
uccienoBanre (QyHKIUU JIETKUX, KOMIBIOTEPHYIO TOMOTpaduIi0 OPraHoOB TPYIHOU TMOJOCTH C
BHYTPHBEHHBIM OOJIOCHBIM KOHTPACTUPOBAaHUEM, YJIbTPa3BYKOBOE HCCIIEIOBaHHE OpPIOITHON
MOJIOCTH (KOMIUIEKCHOE) W BBIMOJIHEHHE Pa3HOOOpA3HbIX HCCIENOBaHUM KpoBU. BrlsBieHue
npuuuHel JII' MoxeT noTpeboBaTh KOHCYJNbTALMU Bpaya-IyJIbMOHOJIOTA, Bpada-peBMarosiora,
Bpaua-uHpeknnonucra. OaHako HauOOIBIINK OMBIT B BeJleHUH manueHToB ¢ JII', mpexe Bcero,
UMEIOT Bpauu-KapAHOJIOTH, B OCOOCHHOCTH pabOTaIOINe B CIEIMATM3UPOBAHHBIX IIEHTPaX, TIe
CYILLIECTBYET BO3MOKHOCTb BBIIIOJIHEHUS 30HJIMPOBAaHUS KaMmep cepAalla — HccieAoBaHud, 0e3
KOTOPOT'O0 HEBO3MOKHO MOCTABUTh OKOHYATEIBHBIN JMATrHO3 W ONPEICIUTh TAKTUKY BEICHUS
6ompHOTO ¢ JIT.

[TpuHIMIUATBHO BBIACIAIOT TpU BapuanTta JII' ¢ pa3nuuHbIME HUQpaMu JaBICHHUS B KaMepax
Cep/ilia U JITOYHOU apTepuu: MpeKanuuIsipHas (apTepralibHast), TOCTKANWUISIpHAast (BEHO3HAs ) U
cMellaHHas (apTepuaibHas + BEHO3Has) JieroyHas runepreH3us. (OxapakTepu3oBaTh
TeMOJIMHAMUYECKHUN BapHaHT BO3MOXHO TOJIBKO BO BpeMs MPOBEJCHUS WHBA3WBHOTO METO/a
UCCIEIOBAHUS — 30HAUPOBaHUS Kamep cepaua. JlaHHoe UCClenoBaHHUE — SIBISIETCS

MNPUHIUIIHAIBHBIM  KaK JJId BepI/I(bI/IKaI_II/II/I caMoOro JuMarHos3a JIETOYHOMH THIICPTCH3UU,
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YCTaHOBJICHHUS] €r0 TWIA, TaK W ISl ONpeAesieHUs BO3MOXKHOCTHM Ha3HAueHUs OJIOKaTopoB
KanplueBbIX KaHajuoB wuinu JIAI-cnenuduueckux mpenaparoB (cm. CHHCOK COKpaiieHUit).
Hanuune BeHO3HOM (TOCTKANWIIISIPHOM ) JIETOYHON MMIIEPTEH3UU SBISETCS IPOTUBONOKA3aHUEM
st HasHaueHus: JIAI-crienuduyeckoil Tepanuu, MOCKOJIbKY aCCOIMHPOBAHO C YBEIHYECHHUEM
FOCHUTAIN3ALMN C HAPACTAHUEM MPU3HAKOB CEPACUYHON HEJOCTATOYHOCTH U CMEPTHOCTH.

JIAT", B 3aBUCMMOCTHU OT 3THOJIOTMH, MO>KET BOSHUKATh B Pa3JIMUYHOM BO3PACTE U Pa3BUBATHCS C
Pa3IMYHON CKOPOCTBIO: KaK IIOCTENIEHHO, Ha (DOHE NPEACYIIECTBYIOMETr0 3a00JeBaHMS
(BpOXKIIEHHOTO TOPOKa cepila, CKIEPOAEPMHH, MaTOJIOTUU JETKUX U T. 1.), TAK U JTOCTaTOYHO
CTPEMHUTEIbHO Yy TMalueHTa 0e3 BHIMMBIX MPUYHMH, KaK 3TO HPOUCXOAUT B CcIydyae C
uauonarudeckout JIAT .

Y4uuTeIBast, 4YTO OJBIIIKA TPU (PU3MUECKON HATPY3KE SBJISAETCS OJHUM M3 OCHOBHBIX CHMIITOMOB
JIETOYHOM runepTeHsuu, nanueHty c JII' morpedyeTcs nmepecMoTpeTh exXeTHEBHYIO (PU3HUECKYIO
AKTUBHOCTh. BOJIBIIMHCTBO NAIMEHTOB, )KUBYILIUX C JIETOYHOM TMIEPTEH3UEH, HAXOAAT, UTO UM
CTAaHOBUTCS HE 110 CWJIaM TOT aKTUBHBIN 0o0Opa3 *HU3HHU, K KOTOPOMY OHHU NpHUBBIKIU. Clenayer
OTIPENIeNIUTh TPHOPHUTETHl B BOIPOCAX, TPEOYIOMUX OBICTPOrO pPEHICHHUS, a TaKkkKe B JIeNax,
KOTOpPbIE MOTYT MOJI0XK/JaTh. DTO MOMOXET CKOHLIEHTPUPOBAThCA HAa BaXKHbIX 3anayax. Llemu
JOJIKHBI OBITH PEAIMCTUYHBIMU JJIS BBIIIOJHEHUS, @ BPeMsI IJIsl UX PEUICHHs] — JIOCTaTOYHBIM.
3a0naroBpeMEeHHOE IIIaHUPOBAHHUE NIOE3/10K U JOCTATOYHOE BPEMs I03BOJISAT HE TOPOIIUTHCS U HE
ycyryonsaTs cumntoMbl JII'. BoJIbIIMHCTBY MAIIMEHTOB CO BPEMEHEM IPUXOAUTCS OCTaBUTh PaHee
BBITMIOJTHAEMYIO pabOTy U UCKaTh OoJiee JIErKyIo.

B Hacrosiee BpeMsi HE yCTaHOBJIEHO, KaK BIMAIOT (U3NYECKUE YIPAKHEHUs Ha MPOTHO3 IpU
JIErO4YHOM runepTeH3uu. He cymiecTByeT ompezeseHHbIX MporpaMM JiedeOHON (U3KYIbTYpPBI
MMEHHO /Jisl MalUEHTOB C JIETOYHOM apTepualbHON runepreHsueil. OO0beM IOMyCTUMBIX
Oe30macHbIX (U3NYECKUX HArpy3o0K OINpeAessieTcss MOcie BCECTOPOHHEro O0CIelIoBaHMs B
skcniepTHOM LeHTpe JIAIT Bpauom-kapauonorom-crnennanucroM no JIAI. CopeBHoBarenbHbIE
BUJIBI CIIOpPTA, TMOIBEM TSKECTEH HexenarenbHbl st narueHToB ¢ JIAI. B GonbmmHcTBE
ciIy4aeB 00beM JOMYCTUMON (DPU3UYECKON HArpy3KH OMpeAesaeTcss CUMIITOMaMU 3a00J1eBaHuUs.
Kpome Toro, o6cyxieHre GU3NUEeCKUX Harpy30K BO3MOKHO TOJIBKO Y MAIMEHTOB, HAXOAIINXCS
Ha onTuManbHON JIAT-cmenmduueckoil Tepanmuu MpH OTCYTCTBHUH TaKWX CHMIITOMOB, Kak
TOJIOBOKPY)KEHUS / MOTEpPH CO3HAHMS, HApPYIICHHS PUTMA, KPOBOXapKaHbE, OTEKH HIKHUX
KOHEYHOCTEM.

HeoOxonuMo cnenoBaTh ClEIyIOIIMM TMpaBWiaM, YTOObl HE HAHECTH BpeA: 3aHATHE
(bU3HYECKUMU yTIPAKHEHUSIMA HEOOXOIMMO OCTAaHOBHUTH MPH MOSIBJICHUU TaKUX MPU3HAKOB, KaK

o0mass ciabocTh, YCTAJIOCTh, OLIYIIEHUE CHABIUBAaHHUS B TPYJHOM KIETKE, YYallleHHOIO
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cepAueOreHns, TOJOBOKPYXKEHHUS WIM UYPEe3MEpPHOH OABILIKA. Mexay yhnpakHEeHUSIMU
UCTIONIL3YHTE TOCTATOYHOE BpeMs I BOCCTaHOBIeHUs. M30eraiiTe pu3nueckoll akTHBHOCTH Ha
YJIMILIE IIPU HA3KON WM BBICOKOM TEMIIEPAType, BBICOKOU BIIAKHOCTH.

[TauyeHTam c JIero4HOM apTepHaIbHON I'MIIEPTEH3UEH HEKenaTesbHbl NpeOblBaHUE B CayHE U
JpyTue BUJbl THIPOTEPAINHY, a TAKXKE MaccaxK M (pU3noTepaneBTUYECKHE BO3ACHCTBUS.
[TanimenTam ¢ JeroYyHON apTepUalIbHONW TUIIEPTEH3UEH HEeXKeNaTeIbHO MPeObIBaHNE B YCIOBHUX
BbICOKOTOpbs (0osiee 2000 M HaL ypOBHEM MODSI) U 3aHATHS TaBUHIOM.

JKenarenpbHo, 4TOOBI WICHBI CeMbH W OJU3KUE ApY3bs ObLTM WHMOpMUpOBaHBI Bamu 00
umeromemcs y Bac 3a6oneBanuu. [lonnepxka 6J1M3KMX Kak B ObITOBOM, TaK M IICUXOJIOIMYECKOM
OTHOILIEHUH MOXXET CYIIECTBEHHO OOJIETYUTh €KETHEBHYIO HArpy3Ky M AMOIMOHAIBHOE OpeMs.
OOpamieHye 3a NOMOLIBIO K MEAMIMHCKOMY IICHXOJIOTY, AaKTHBHOE Yy4acTHE B TIpynmax
HOJJIEP)KKHM TMAIIEHTOB MOTYT IOJIOKUTEIbHO NOBIMATH Ha NpuHATHE Bamu 3a0oneBaHus,
aJaNTallIoO K HEOIIPEAEICHHOCTH, CBSI3aHHOU € CEPbE3HBIM XPOHUYECKUM YIPOKAIOIINM KU3HU
3a0o0JeBaHNEM, U KOHCTPYKTUBHYIO COBMECTHYIO paboTy C JeyaiuM BpadoMm.

[TaruenTKkaM € JIETOYHOM apTepUAIbHOM TUIEPTEH3UEW NPOTHBOIOKAa3aHa OEpeMEHHOCTb,
YUUTBIBasl BBICOKUH PHUCK MAaTE€PUHCKOM CMEPTHOCTHM KaK BO BpeMsi O€peMEHHOCTH, Tak U B
II0CIEPOAOBOM mepuoze. Jlaxke B cilydae yCHEIIHOIO POJOpAa3peIlCHUs TEYCHHE JIETOYHOU
apTepHaJIbHON TMIIEPTEH3UHU CYILECTBEHHO YXYJIIAETCs MOcie pojopaspelieHus. bepemennas
NalMeHTKa C JIETOYHOH apTepHajbHOM THUIEPTEH3HEW JOJDKHA OBITh MPOKOHCYJIBTHPOBAHA
BpauyoM-KapIuoJIoroM-criennanuctoM 1o JIAI' skcrnepTHOro nepuHaTalbHOIO IIEHTpa Kak
MOYKHO OBICTpee ¢ MOMEHTa BBISBICHHS OCpPEMEHHOCTH [Vl OINpENeNIeHUs] TAKTUKU BEJCHUS.
Cnenyer umerb B BHUAY, 4TO OojblIMHCTBO mpenapatoB JIAI'-cnenuduyeckoil Tepanuu
CIIOCOOHBI BBI3BIBATh YPOJACTBA M aHOMAJIMU pa3BUTHUA y Mioja. Tem He MeHee, o0bem JIAT -
cneunduyeckoi Tepanuu BO BpeMsl OEPEMEHHOCTH OIpeNeNaeTcsl TSXKECThIo 3a00JIeBaHus U
pHCcKOM JieTabHOCTH. [1oCKONbKY Tpy/JHOE BCKapMIIMBAaHUE SIBIIIETCS OOJBIION HArpy3KoH, To
PEKOMEHIyEeTCs TOAABJICHUE JIAKTAL[MH Y ITAIUEHTOK C JIETOYHOM apTepHabHON TMIIEPTEH3UEH.
Ecnn 3ammaHupoBaHO ONEpaTMBHOE BMEUIATENbCTBO, HEOOXOAMMa KOHCYJbTAIUsl Bpaya-
Kapauosora-crienuanucra no JIAI' B skcniepTHoM 1ieHTpe. BakHO OHMMATh, 4TO pEIICHUE O
1eN1ecO00pa3HOCTH, CpOKax, MeTofax o00e3001MBaHus JOJDKHO MPUHUMAThCS KOMAaHJIOH
CHEIHMAJICTOB, KOTOpas BKJIIOYAeT Bpadya-KapuoJora, Bpaya-peaHiMaToIora-aHecTe3uosora u
HENOCPEICTBEHHO OINEPHUPYIOIIETO Bpadya-xupypra. [Ipeanoyrenue otnaercs perioHapHOH, a He
oOmeit anecte3uu. [1o BoaMoxkHOCTH anueHTsl ¢ JIAT TOKHBI HAPaBIATHCS U1 BBITOJTHEHUS

IMJIAHOBBIX OINCPATUBHLIX BMCIIATCIILCTB B KPYITHBIC SKCTICPTHBIC LICHTPLI JIT.
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[Tanmentsl ¢ JIAI' 4yBCTBHUTENBHBI K BO3HMKHOBEHHMIO ITHEBMOHHMH, KOTOpPAas MOXET CTaTh
NpUYMHOW CcMepTH. PexomeHayeTrcss NpOBOAWTH BaKIMHALIMIO NIPOTUB BHpyca TpHIIIA,
nHeBMOKOKKa, SARS-Cov2. HckimoyeHneM MOTYT OBITh MAIMEHTHl C  CHUCTEMHBIMU
3a00JIeBaHUSMH COCTMHUTEILHOM TKaHn 1 BUY-undekiuent, pemenre o BaKIIMHAIIMHN Y KOTOPBIX
JIOJIKHO MPUHUMATBHCS C YYETOM AKTUBHOCTH OCHOBHOM IMATOJOTMU BpauaMH-pEBMATOIOTaMU U
BpadyaMu-UHPEKIIMOHUCTAMHU.

[Ipu JII' Her kakux-1uOO CHEHUATBHBIX TUET WIM MPOIAYKTOB, KOTOpPHIE MOTYT YCYryOUTb
00J1e3Hb.

[Ipu nosiBneHnu oTeKoOB y nanueHToB ¢ JIAI crmeayer orpaHu4YuTh YroTpeOaeHne ToBapeHHON
COJIA U KOJMYECTBO BBINMBACMOW KUIAKOCTU. IToBapeHHass COib CONEPKUT HATPHUM, KOTOPBIU
perynupyer OallaHC >KHIKOCTH B opranm3me. Korga copep)kaHue >KMIKOCTH B TKaHAX
YBEJIMYUBACTCS, 00bEM KpPOBU TaKXkKe YBEIMUYMBAETCS, UYTO COMPOBOXKIAETCS YBEIUYCHHEM
Harpy3ku Ha cepaue. JlomycTumblii 00BbEM  BBIMMBAEMOW KUAKOCTU  OMpEIeseTcs
VHAMBUAYaJIbHO JIEHallluM JT0KTOPOM, HO Yallle BCET0 HE JI0JIKEH MPEBbIIIATh 0ojiee 2 TUTPOB 3a
CYTKH.

Jlist HopManu3anuu BOIHOTO 0ajgaHca MOTYT MOMOYb CJIEIYIOIINE COBETHI:

Crnenyer u3MepsTh KOJIMYECTBO BBIITMBAEMON KUAKOCTH B TEUEHHUE CYTOK, 0 KpalHEeW Mepe B
TEUEHUE TIEPBBIX HECKOJIBKUX HENleNb. J[Ba TUTpa KUIKOCTH PABHSIOTCS B CPEIHEM 8§ UallIKaM.
Cyr1ibl, MOPOXKEHOE, JKeJIe TAK)KE JOHKHBI OBITh MOCYUTAHBI KaK KUIKOCTH. Y BEIMYCHHUE Beca —
OJIMH W3 TMEpPBbIX MPU3HAKOB 3aJIEPKKH KUAKOCTU. HeoOXoauMo B3BEUIMBATHCS €KEAHEBHO
YTPOM HATOIIAK U 3aMuChIBaTh Bec. [Ipu mpubaBke Beca Ha 2 1 OoJiee KT 3a HEAEI0 MPU MPEKHEM
peXrMe MUTaHUsI HE0OXOAMMO YBEIOMUTH 00 3TOM CBOET0 Bpaya.

[Ipu mosiBEHNN UM BO30OHOBJICHUH TOJOBOKPYXKEHHUS HIIA MOTEPh CO3HAHUS MPU (PU3UUECKHUX
Harpy3kax, KpOBOXapKaHbs, = BO3HUKHOBEHHH  MPHUCTYNOB  CepAleOMEeHUs  CleayeT
HEe3aMeIUTEIHHO COOOIIUTE 00 ITOM JieyalieMy Bpady.

[TonpoOHO Ha Bce BOIPOCHI, CBA3aHHBIE C TUATHO30M «JIETOYHask TUIIEPTEH3UM», 00pa3oM KU3HU
Y JICUCHUEM, MOXKET OTBETHTH Bpay — CIEIIUATKCT 10 JIETOYHOU TUTIEPTEH3UH.

B Hacrosmiee Bpems HeT JiekapcTBa, n3neunsaromiero JII'. OqHako cymecTBYIOT cienuduueckue
npenaparsl, CO3/IaHHbIE CIIEHHATIBHO JIJIS MAIIMEHTOB C JIETOYHOM apTepHalbHON TUIIEPTEH3UEH.
PerynspHbiii mpueM TaHHBIX MPEMapaTOB MPUBOAUT K CHIDKCHHIO JIETOYHOTO COCYJIUCTOTO
COIPOTUBIICHUS U YITyUIIEHUIO HAITOJIHEHUS KPOBBIO JIEBBIX KAMEpP CEp/ilia, YTO COMPOBOKAAETCS
YMEHBIIIEHHEM OJBIIIKA U YBETUYCHHEM TIEePEHOCUMOCTH (U3MUYECKUX Harpy3ok. Bpau,
ABISIONIMICS criennanucToM 1o JII', mogOupaer aiekBaTHOE COCTOSHUIO MAllMeHTa JieueHue. Bee

IaIMCHTHI C JIT PAa3HEBIC, ITIOTOMY HO)I60p TEpalru OCYMICCTBIACTCA HHANBUAYAJIBHO.
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[Tanmenty ¢ ycraHoBimeHHbIM amarHo3oM JIIT mokazaHo TmaTenapbHOE aMOyJIaToOpHOE
HaOmoeHue. Yacrota BU3WUTOB 3aBUCUT OT HCXOAHOIO COCTOSHUS NAIlMEHTa U MOMKET
BapbupoBaTh OT 1 Mecsma ¢ MomenTta crapra JIAI-cnmeunduyeckoit tepanuu (cMm. Crmcok
cokparieHui) 10 3—6 mecsneB. TpeOyercs peryJspHbIA MPUEM JIEKapCTBEHHBIX IPEnapaToB
CTPOTO B COOTBETCTBUU C PEXKUMOM JieueHUs. B ciiydyae mpuema ITuypeTHKOB — €XKETHEBHBIM
KOHTpPOJIb Beca W Jauypesa, Baphapura** — MHO exemecsiuHO, IpU TpUEME aHTaroHUCTOB K
peuentopam sHaotenuHa (ATX  A"tuarperanTsl Kpome remapuHa)  (Oo3eHTaH™*,
aMmOpu3eHTaH™*) — eKeMeCSuyHbIi KOHTPOJIb IIEUCHOYHBIX TECTOB (aHAJIM3 KPOBH
OMOXMMHYECKH 00IeTepaneBTUYECKUil) 1 KOHTPOJIb YPOBHS TeMorio0nHa uepe3 3 mecsia ¢
MOMEHTa Hayaja Tepanuu.

Jlerounas aprepuanbHas TUIEPTEH3UsI HE SBISETCS MPOTHUBOINOKA3aHUEM JUIsl aBUAIIEPEIIETOB.
Opnako malMeHTaM ¢ HHU3KOHM carypauuei mo kuciopoay B mokoe (<92% mno naHHBIM
MyJIbCOKCUMETPUN)  IIesieco00pa3sHo  HH(DOPMHpOBATH aBHAKOMIIAHHIO O  BO3MOXHOMU
MOTPEOHOCTH B KMCIOPOIHOM MOIEPKKE BO BPEMsI aBUAIIEpEIIeTa.

Bcem nanmenTam, cOBEpIIAIONINM aBHAIIEPEIETHl B IPYTHE CTPAHBI, BAYKHO UMETh UMETh IPH
cebe MeTUIIMHCKUE JOKYMEHTHI O IMarH03e, MECTOHAXOKICHUH OJFMKalIIero MECTHOTO IIEHTpa

JII', KOHTaKTHOW MH(POPMALIUH C HUM.
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IMpunoxenne I'l-I'N. HHIkaabl oeHKHA, BONPOCHUKH U APYrue OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIANUAX

Hpuioxkenne I'l. Ouenka pucka* y naneHTOB JIeTOYHOM apTepPUaJIbHOI rUnepTeH3nei

OpurunanpHOe Ha3BaHue (ecnu ecth): Comprehensive risk assessment in pulmonary arterial
hypertension (three-strata model)

Hcrounuk (oduimanbHblii calT pa3paboTUYMKOB, ITyOIHMKALNs C BaJIMIAIUeH ):

ESC/ERS Scientific Document Group, Humbert M. et al. 2022 ESC/ERS Guidelines for the
diagnosis and treatment of pulmonary hypertension: Developed by the task force for the diagnosis
and treatment of pulmonary hypertension of the European Society of Cardiology (ESC) and the
European Respiratory Society (ERS). Endorsed by the International Society for Heart and Lung
Transplantation (ISHLT) and the European Reference Network on rare respiratory diseases
(ERN-LUNG) //European heart journal. — 2022. — T. 43. — Ne. 38. — C. 3618-3731.

Tun (moaYepKHyTh): IIKaia OLIEHKU

Hasnayenue: KOMIIIEKCHAs OLIEHKA PUCKA y MMALIMEHTOB JIESTOYHOM apTepUaIbHON THIIEPTEH3UEN

Copepxanue (111a010H):

Cpennuii puck Breicokuii puck >
[TapameTpsl pucka Huzkwuit puck <5%
5-20% 20%
—
Knuanueckue
MpPU3HAKU
HET HET na
MIPABOKEITYAOYKOBOM
CH
—
IIporpeccupoBanue
HET MOCTETIEHHOE ObICTpOE
3a00s1eBaHUS
Cunkorie HET penkue MOBTOPHBIE
OK (BO3) LI I v
—
Jwucranmus 8 TOMX >440 m 165-440 m <165 m
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VO2 muk.> | VO2 nuk.11- | VO2 IUK. <
DprocnupoMeTpus 1 5mu/mMus/KT 1 5mu/mMuH/KT 1 1my1/MuH/KT
VE/VCO2 <36 VE/VCO, 36-44,9 VE/VCO2 > 45
BNP<50uT/™M11/ BNP 50-300uT/M™M11/ BNP>300 ar/mn/
BNP/ NT-proBNP NT- NT-proBNP  300- | NT-proBNP>
proBNP<300ur/Mi1 | 1400 Hr/mn 1400nT/ M1

ITmomane ITIT <18

IImomane IIIT 18-

cm2 26cMm?
cM2
OtcyrtcTBUE He6onbroi
. [IepukapauanbHbIid
BBIIIOTA B | NepHUKapIuaTbHBIN
OxoKI' /KT/MPT* BBIIIOT
nepuKape BBIIIOT
TAPSE/CJIJTIA
TAPSE/CJIJIA TAPSE/CJIJIA
<0,19 mmM/mMMm PpT.
>0,32 mm/Mmm pt. | 0,19-0,32 Mmm/MM PT.
CT.
CT. CT.
————
HAIIT <8 mm pr.ct. | AIII 8 -14mm pr.ct. | AT > 14 wmm
CU>2,5n/mua/m2 | CHU 2,0--2 4 | pr.cT.
YBKC
SvO2 > 65% 1/MuH/M? CU < 2,0 n/mMmuna/M2
SvO2 60-65% SvO2 < 60%

IInmomane IIIT >26

Ilpumeyanusi: B nporokosre MPT cepaua cienyromue napaMerpsl yKa3blBalOT Ha HU3KHU,

CpPEeIHMM, BBICOKMU PHUCK JIETaNbHOCTU- (pakmus BeiOpoca [IK >54%; 37-54%; <37%

2 2 2
cootBeTcTBeHHO, YU >40 Mi/Mm ; 26-40 mi/M ; <26 MII/M : HHIEKC KOHEYHO-CUCTOINYECKOTO

2 2
oobema 1K <42 ma/m ; 42-54 ma/m ; >54 mii/mM2 cooTBeTCTBEHHO [12].

Kitou (uaTepnperanus): B camoii Tabmuiie

IIpuaoxenne I'2. lkana ouenku oabiKu no bopry

Ha3zBanne Ha pyccKOM si3bIKe: IKajda CYOBEKTHMBHOM OILICHKH TMEPEHOCUMOCTH (U3UYECKOU
Harpy3ku (1mkana bopra) (Borg scale)

OpurunanbpHoe Ha3BaHue: Borg rating of perceived exertion scale (RPE scale)

HUctounuk  (opuuumanbHbIl  caliT  pa3paboOTYMKOB, MyOiMKanuMss C  BajduAanuen):
https://www.brianmac.co.uk/borgscale.htm Borg GA (1982). "Psychophysical bases of perceived

exertion". Med Sci Sports Exerc. 14 (5): 377-81. doi:10.1249/00005768-198205000-00012
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https://en.wikipedia.org/wiki/Doi_(identifier)
https://doi.org/10.1249%2F00005768-198205000-00012

Tun (MoMYepKHYTH): MIKAJAA OLeHKH

Hasnauenue: cyObeKTHUBHAS OLIEHKA MEPECHOCUMOCTH (PU3HUECKON HATPYy3KU

Copnepxanue: [laneHT mosydyaeT MHCTPYKIMHU IO OIICHKE OJIBIIIKM BO BpeMs (pusmueckoi
Harpy3ku: oT 0 0aJIJIOB - CIOKOWHOE JIbIXaHKe, HET OLYIICHUS OJBIIIKY U aajee - 10 10 6amios,

Koraa OoAbIIIKa MaKCHMMaJIbHa.

bamn BripakeHHOCThH OBIIIKH
0 OTCYTCTBYET

0,5 OuYeHb, OYCHBH clladas (e1Ba 3aMEeTHAS)
1 OYeHb cadas

2 ciabas

3 yMepeHHas

4 Oouee TKENas

5 TsDKelas

6;7 OYEHb TsDKeas

8;9 OYCHb, OUCHB THKeas
10 MaKCHMaJIbHas

Kurou (I/IHTepHpeTaHI/Iﬂ)I IpOBOAUTCA CPABHCHUEC C PE3YJIbTaTaAMU TECTA, IPOBCACHHOI'O PAHEC

(1o Havana Tepanuu, Ha (poHe Tepanuu U T.11.)
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