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Cnucok coxkpanieHui

ADP — aHTaroHuctel penentopoB sHAoTeauHa (ATX AHTUTHIEPTCH3UBHBIE CPEACTBA IS
JICYCHUS JICTOYHOM apTepualibHOM THIIePTECH3HH)

Amnanoru npocranukinHa — npoctanouibl (ATX AHTHarperaHTbl KpOME rernapuHa)

Aronuctel peuenrtopo III] - aronuctsl perentopoB npocranukianHa (ATX AHTHArperanthbl
KpOME renapuHa)

Basompeccopst — Bazonpeccopbl (ATX agpenepruueckue u 10aMHHEPTUICCKHUE CPEICTBA)
JKHBJIII — u3HEHHO HEOOXOMMBbIE U BaKHEHIIINE JIEKapCTBEHHBIE TIPEmapaThl

KU — kiinHHYecKOe UCCIe10BAHNE

KP — knnHMuYecKue pekoMeHaauu

MKGB 10 — MexnynapoaHas kinaccudukanus 6one3neit 10-ro mepecmorpa

MHH — MexayHapoiHOe HETaTEHTOBAHHOE HAUMEHOBAHUE

PI" — pabGouas rpymnma

P® — Poccuiickas @enepanus

Y /I — ypoBeHb JOCTOBEPHOCTHU JOKA3ATEIbCTB

VYVYP — ypoBeHb yOSAUTEIBHOCTH PEKOMEH AN

BKK — 6;10kaTOphI KaNbIIMEBBIX KaHAIOB

BO3 — BecemupHas opranuszanus 3paBOOXpaHEHUs

BIIC — BposxaeHHBII TOPOK cepala

JJUIA — nuactonnueckoe JaBjIeHHUE B JIETOYHON apTepHH

J3JIA — naBieHune 3aKJIMHUBAaHUSA JETOYHOM apTepun

JUIA/ cpIVTA — naBieHue B IerouHOM apTepun/ CpeHee IaBieHue B JIETOYHOM apTepun

N3JI —unTepcTuImaibHoe 3a00J€BaHNUE JIETKUX

NIJIAT — naunonaTtudeckasi JIerouHasi apTepuaibHasi THIIEPTEH3US

ND13-5 — unruburops! pochommdcrepasst 5 tuna (ATX [Ipenapatsl As1st ISUYSHUSI SPEKTHIBHON
TUCHYHKITHH)

KT- xomnbroTepHas Tomorpadus

JIA — nerounas aprepust

JIAT — nerouHas apTepuaibHas TUIEPTEH3US

JIAT -cnietmuduueckue npenapatsl — ADP, ananoru I1J1, aronuctsl penenropos 1L, UD/3-5,
ctumyJiaTopsl pI'Ll

JIBOb — nerouHas BEHOOKKJIIO3MOHHAas 00JI€3Hb

JII" — nerounas runepTeH3us
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JITT/ JIX — neBoe npencepaune/ JEBBIA KeTyI09eK

JIKT" — nerounblii KamWJUIIPHBIA TEMAaHTIOMATO3

JICC — nerounoe cocyaucToe ColpoTUBIEHUE

MKK — Manblii Kpyr KpoBooOpaleHus

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus

HJIAT" — nacneacTBeHHas JeroyHas apTepuaibHas TUNnepTeH3Us

HIIB — HmxHss 11071251 BEHA

IDK — npaBslii xkeny104ex

noptolll" — mopromnynbMOHaNIbHAS TUIIEPTEH3US

ITOAK — nipsimbie opanbHble aHTUKOAryJITHTBI (ATX TIpsiMmbie ”HTHOUTOPBI TPOMOMHA, TIPSIMBIC
UHrUOUTOPHI (hakTopa Xa)

[T — mpaBoe npencepane

[11] — mpocTanukiInH

pI'Ll — pacTBopuMast ryaHuIaTHHKIIA3a

PKU — panioMu3upOBaHHOE KOHTPOJIUPYEMOE UCCIECTOBAHUE

CB — cepneunslii BEIOpOC

CIJIA/ pCHJIA — cuctonuueckoe JaBjieHHe B JerouHoi aprepun/ pacuetnoe CJIJIA
C13CT — cucremHoe 3a005ieBaHNEe COSTUHUTENBHON TKaHH

ctumyistop pl'll — ctumynstop pactBopumoit ryanunaruukiassl (ATX aHTUrunepTreH3uBHbIE
Cpe/ICTBA ISl JICUCHHS JIETOYHON apTepHaTbHON THIICPTCH3UH )

CH — cepaeuHslil HHAEKC

CH — cepaeuHas HEIOCTaTOYHOCTh

CHu®B — cepneunast HEZJOCTaTOYHOCTh C HU3KOM (hpakiieit BriOpoca

CHc®B — cepaeunast HEZJOCTaTOYHOCTh C COXpaHEHHOU (hpakiueil Briopoca

CCJl — cucreMHas CKIepoaepMust

TK — TpukycnmaaabHbIN KianaH

THIX — TecT ¢ mIeCTUMUHYTHOW X0 1001

TOJIA - TpoM605MO0IMS JIETOYHON apTepun

OB/l — ¢(yHKIMS BHEIIHErO JbIXaHHs, UCCIEAO0BAaHHE HECIPOBOIMPOBAHHBIX JbIXaTEIbHBIX
00BEMOB U ITOTOKOB

OK — pyHKIMOHAIBHBIN Ki1acc

XOBJI — xpoHnuueckast 0OCTpyKTUBHasE O0JIE3Hb JIETKUX

XTOBJI — xponudeckast TpomO0dMOoIMUecKast 607Ie3Hb JIETKUX



XTOJIT— xporudeckasi TpoMO0IMOOTNYECKas JIeTOYHAs THIICPTCH3US

1l M® — nukimuecknii ryaHosuaMoHopochaT UBKC — upe3BeHO3Has KaTeTepusaius cep/a
OKI — sanexTpokapanorpamMma

OKMO - 3xcTpakopropaibHass MeMOpaHHasi OKCUTCHAITUS

9T-1 — sanorenunn-1

Ox0KI" — sxokapauorpadus

BMPR-II (bone morphogenetic protein receptor Il) — perienitop KocTHOr0 MOPHOTreHETUYECKOTO
oenka Il Tuna

DLCO - muddy3noHHas CrOCOOHOCTh JIETKUX JJII MOHOOKCHJZIA YIJIepoja, HCCIeIOBaHUE
1 y3u0HHOM CITOCOOHOCTH JIETKUX

NO —oxcua azora

NT-proBNP — N-tepmuHanbHbIi (pparMeHT MO3TOBOTO HATPUIYPETUIECKOTO MPOTIENTH A
NYHA — Hbm-ﬁopKCKaﬂ KapIMOJIOTHYECKast acCOIUAIUs

PaCO:2 — napuuanbHOE JaBJIeHUE YIIIEKUCIIOTO ra3a B apTepUualbHON KPOBH

PaO2 — napimansHOE JaBICHUE KUCIOPOIa B apTepUATbHON KPOBU

PETCO:2 — napiuanbHOe 1aBJICHUE YTIIEKUCIIOTO ra3a B KOHIIE BBIIOXA

Qp/Qs — oTHoIIeHHEe OOBEMHOTO JIErOYHOro KpoBOoTOKa (QP) K 0OBEMHOMY CHCTEMHOMY
KpoBOTOKY (QS)

SvO2— carypanus KHCIopo/ia B CMEIIAHHON BEHO3HOW KPOBH

TAPSE —cucronmueckas 3kcKypcus (GuOpO3HOT0 KOJIbIa TPUKYCIHIATBHOTO KIIallaHa
VE/VVCO2-BeHTUIISAIIMOHHBIH YKBUBAJICHT 0 YTIICKHCIOMY Ta3y

VO2zpeak — mukoBoe moTpedieHre KUCI0PoIa



TepMUHBI U onIpeaeIeHUs

JlokazaTenbHass MeQUIIMHA — HaJJeXallee, IOCIENI0BAaTEIbHOE U OCMBICICHHOE
UCIIOJIb30BAHUE COBPEMEHHBIX HAWIYYIIUX JI0Ka3aTelIbCTB (pe3y/ibTaTOB KIMHUYECKUX
MCCJIEI0BAHMI) B IPOLIECCE MPUHSATHS PEIICHUI O COCTOSIHUY 3/I0POBbS U JICUEHUHU NarueHTa [1].
3a0osieBaHNe — BO3HMKAIOIIEE B CBSI3U C BO3/ACHCTBUEM MATOTEHHBIX (PaKTOPOB HapyllIECHHE
NESTENIbHOCTH  OpraHu3Ma,  paboTOCIOCOOHOCTH,  CIIOCOOHOCTH  aJaNTHPOBAThCS K
M3MEHSIOIIMMCS YCIOBHUSIM BHEIIHEH M BHYTPEHHEH cpeibl NpU OJHOBPEMEHHOM H3MEHEHUU
3alIUTHO-KOMIICHCATOPHBIX W 3AIIUTHO-TIPUCIIOCOOUTENBHBIX PEAKIMA M  MEXaHU3MOB
opranusma [2].

HNHcTpyMeHTAIbHAS AMATHOCTHKA — JMArHOCTHKA C HCIIOJIb30BAHMEM [UId 0OCIeIOBaHUA
NanueHTa pa3IuyHbIX TPUOOPOB, alapaToB U HUHCTPYMEHTOB.

Hcxon — 110001 BO3MOXKHBIN Pe3yIbTaT, BOSHUKAIOIINI OT BO3JCHCTBHUSA MPUIMHHOTO (hakTopa,
npO(QUIAKTUIECKOTO UM TePareBTUYECKOTO0 BMEIIATENbCTBA, BCE YCTAHOBICHHBIE U3MEHEHUS
COCTOSTHUS 3JTOPOBBSI, BOSHUKAIOIIHME KaK CIIEJICTBIE BMeIIaTeNbCcTBa [3].

Kiannuyeckoe ucciegoBanme — j1r000€ UcCiIel0BaHUE, IPOBOJAUMOE C YYacTHEM YEJIOBEKa B
KayecTBe CyOBeKTa s  BBISIBICHUS WM  TMOATBEPXKACHUS  KIMHUYECKUX  W/WIH
dapmakonoruyeckux 3pGEeKToB HCCIEAYEMBIX MPOAYKTOB H/WIIM BBISABICHUS HEXKeIaTeNbHBIX
peaknuii Ha HUCCleqyeMble MPOAYKTHl, W/WIM W3YyYEeHHS MX BCACBIBAHUS, paclpeaeleHus,
MeTa0oaM3Ma M BBIBEACHUS C IIENBI0 OLEHUTh HMX 0€30macHOCTh W/WiH 3(P(PEKTUBHOCTD.
TepMuHbl "KIMHUYECKOE UCTIbITaHUE" U "KIMHUYECKOE HccieloBaHue" SBIISIFOTCS CHHOHUMaMU
[4].

KoH(pIMKT HHTepecoB — CUTYyalus, IpU KOTOPOH Yy MEAMLMHCKOTO WIH (hapMaleBTHYECKOTO
pabOTHUKA TpPU OCYIIECTBICHUH UMHU NMPO(PECCHOHAIBHON NEeATEIbHOCTH BO3HUKAET JINYHAs
3aMHTEPECOBAHHOCTD B MOJyUYEHUH JINYHO JIUOO Yepe3 MpeICTaBUTENsl KOMIIAHUM MaTepHalIbHOM
BBITO/IBI WJIM MHOTO NPEUMYIIECTBA, KOTOPOE BIMSET MM MOXET MOBIUATh HA HaJUIeXkKalllee
UCTIOJIHEHUE UMH PO ECCHOHATBHBIX 00513aHHOCTEN BCIEACTBUE TPOTUBOPEUMS MEXTY JINUHOM
3aMHTEPECOBAHHOCTHI0 MEIUIIMHCKOTO paboOTHUKAa MWK (apMalleBTUYECKOro pabOTHUKA H
WHTEpecamMu narueHTa [2].

JlaGopaTtopHasi JMArHOCTMKAa — COBOKYIIHOCTb METOJ/IOB, HAMNpPABJICHHBIX Ha aHaIU3
UCCIIElyeMOTr0 MaTepuajia C IMOMOUIbI0 PA3JIMYHOTO CHENHATU3UPOBAHHOTO O0OPYOBAHUS.
Jlerounasi rumepreH3Msi — MaTo()U3MOIOTUYECKOE COCTOSIHHE, JUIsI KOTOPOTO XapaKTepHO
MOBBILICHHE  JIaBJIEHUS B  JIETOYHOW  apTepuu, acCOLMMPOBAHHOE C  pa3BUTHEM

MPaBOXKEITyA0YKOBOW CEPJICUYHON HEIOCTATOYHOCTH M MPEKICBPEMEHHOM THOCIBIO MAIIMEHTOB.
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JlekapcTBeHHbIe mNpenapaTbl — JIEKAPCTBEHHbIE CPEACTBA B BHUJAE JIEKAPCTBEHHBIX (POpM,
pUMEHsIeMbIe U TPO(QUIAKTUKH, TUATHOCTHKY, JeueHusl 3aboieBaHus, peaduiInTauuu, s
COXpaHEeHHMS, IPEAOTBPALICHUS WK TPEpbIBaHUS OEpeMEHHOCTH [5].

MeanuuHCKuil padOTHUK — (QHU3MUECKOE JIMIO, KOTOPOE HMMEET MEIUIMHCKOE WM HHOE
oOpa3oBanue, paboTaeT B MEIUIMHCKON OpraHu3allid U B TPYIOBbIE (JIOJDKHOCTHBIE)
00513aHHOCTH KOTOPOTO BXOJIUT OCYIIECTBICHNE METUIIUHCKOM eI TeIbHOCTH, TNO0 (pU3ndecKoe
JUIO, KOTOpPOE SBISAETCS  MHAMBUIYaJIbHBIM  IPEANPUHHUMATENEM, HEINOCPEACTBEHHO
OCYILECTBIISIOIUM MEIUIIMHCKYIO JeATEIbHOCTD [2].

MeaunuHckoe BMeNIATeJIbCTBO — BBHIIOJHSEMbIE MEIUWLUMUHCKUM pPAOOTHUKOM M HWHBIM
pabOTHUKOM, HMEIONIMM TIPaBO HA OCYUIECTBICHHWE MEIUIIMHCKOM NeATeIbHOCTH, IO
OTHOIICHHIO K MAllUeHTY, 3aTParuBaroiie GU3NIeCKOe MM MICUXUIECKOE COCTOSTHUE YeTIOBEeKa
U HUMEIKe NpOoPUIAKTHYECKYIO, JHAarHOCTUYECKYI0, JIEUYEeOHYI0, peaOUIUTALMOHHYIO WM
HCCJIEIOBATEIBCKYIO HAIIPABICHHOCTh BUABI MEAUIIMHCKUX OOCIIEIOBAHUN U/UITH MEAUIIMHCKIX
MaHUMYJISIIUH, @ TAK)KE UCKYCCTBEHHOE MpephIBaHNe OepeMEeHHOCTH (abopr) [2].
Moaunduxanusa odpa3a KM3HHM — MEPOINPUATHUS, HAIPABICHHbIE HAa HOPMAJIM3AlMIO Beca U
XapakTepa NUTaHUsl, IBUraTeIbHON aKTUBHOCTH, L1E€JIbI0 KOTOPBIX SIBJIIETCS CHUKEHHUE CEPAECUHO-
COCYAMCTOTO PHUCKA.

I[ManuenT — dusznyeckoe JUIO, KOTOPOMY OKa3bIBACTCS MEAMUIIMHCKAsl MOMOIIb WM KOTOPOE
00paTUIOCh 3a OKa3aHUEM MEAMIIMHCKON TOMOIIM HE3aBUCUMO OT HAJIM4Ms y HEro 3a00JieBaHus
1 OT €r0 COCTOSHUSA [2].

IMocaenoBareqpHasi komOuHupoBanHas JIAIT cnenuduyeckasn Tepanmuss —  OTO
1ocjeI0BaTeIbHOE Ha3HaueHHe ABYX U 0oJiee pa3HbIX KIacCOB CHENM(PUUECKUX MpenapaToB JUIs
JICYCHUS JISTOYHOW TUIIEPTEH3UH [6].

PaGouas rpynmna mno pa3padoTkKe/aKTyajJu3alMH KJIMHHUYECKHX PeKOMeHJAlUil — 3TO
KOJIJIEKTHB ~ CHELMAIUCTOB, pabOTaloIlMX COBMECTHO U  COTJACOBAaHHO B HENAX
pa3pabOTKN/aKTyaau3aluy KIMHUYECKUX PEKOMEHAALNH, 1 HECYIIUX OOIIYI0 OTBETCTBEHHOCTb
3a pe3yJIbTaThl JaHHOU PaboOTHI.

CuHapoM — ycToiunBas COBOKYITHOCTb psifila CHMIITOMOB C €IMHBIM MaTorene3oM [7].
CocTosiHue — I3MEHEHUS OpPraHu3Ma, BO3HUKAIOIIUE B CBSI3U C BO3/ACHCTBUEM ITaTOTCHHBIX W/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(UYECKUX MPernapaToB Ui JeUeHUs JIErOYHOU

TUTIEPTEH3UH [6].
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Te3uc-pexoMeHaanMs — OJ0KEHUE, OTPAXKAIOILEE MOPSAIOK U MPABUIBHOCTD BBITIOJIHEHUSI TOTO
WIM WHOTO MEAMIIMHCKOTO BMEIIATENbCTBA, HMEIOIIET0 J0Ka3aHHYI0 3(P(GEeKTUBHOCTh U
0€30MacHOCTb.

YpoBenb ocroBepHocTH J0kazareabcTB (YJ) — cremeHp yBEpeHHOCTH B TOM, YTO
HaliIeHHbII 3 PEeKT OT NpUMeHEeHUsI MEAUIIMHCKOTO BMEIIaTeIbCTBA SIBJISETCS] UICTUHHBIM [8].
YpoBenb yoenureabHocTu pekomenaaumnid (YYP) — crenedns yBepeHHOCTH B JJOCTOBEPHOCTH
s deKTa BMEIIaTenbCcTBa U B TOM, YTO CIICI0OBAHHE PEKOMEHIALUSAM IPUHECET OO0JIBIIE MOJB3bI,
4yeM Bpezia B KOHKpETHOM cutyauuu [8].

Leap MeMKaAMEHTO3HOM TepanuM — CTAOMIFHOE JOCTHKEHNE HU3KOTO pUCKAa CMEPTHOCTH [9,

10].
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1. KpaTtkas ungopmanusi o 3a60/1eBAaHNI0 WJIH COCTOSTHUIO (Tpynie

3a200J1eBaHUI UJIM COCTOSIHUM)

1.1. Onpenenenne 3a00/1eBaHNs WIN COCTOSIHHS (TPyNIbI 3200/1eBaHNH MJIH COCTOSTHUI)

Jlerounasi runeprensus (JII') — remoguHamMuueckoe M MaTO()U3MOJIOTHYECKOE COCTOSHHE,
KOTOPOE XapaKTEpPU3yEeTCs MOBBIIIICHUEM CPEAHETO JaBiieHus B jeroyHoit aprepuu (1JIA)>20 mm
PT. CT. B [IOKOE, U3MEPEHHOTI0 MPHU Ype3BeHO3HOM KaTeTepusanuu cepana (UBKC) [11, 12].
HopwmaiibHble 3HaUCGHHsT JaBiCHUST B JIErOYHOW aptepum B mokoe — cpeanee JIJIA (cplJIA)
<20 mm pT. cT. [13].

JlaBjieHUe 3aK/JIMHUBAaHUsA B JierouHo aprepum (/[3JIA) KoCBEHHO OTpa)kaeT NaBJICHHUE B
JIEBOM IIPEICEPANN U KOHEUHO-/IMACTOINYECKOE AaBlIeHUE B JIeBOM xenynouke (JDK).
Jlerounoe cocyaucroe conportujienue (JICC) — pacdeTHbli ToOKa3aTesb, OTPAXKAIOLIUI
TSOKECTh TOPaXEHUS apTepuanbHOro pycna Mainoro kpyra kpoooOpamenus (MKK) —
oTHoleHue Tpancierounoro rpaauenta (cplJIA - JI3JIA) k cepumeunomy BbeiOpocy (CB),
u3MepsieMblid B equHunax (ex.) Byaa [nns mepeBoja B AMH X € X CM-D BeJIUYMHY B 1. Byna
crneayer ymMHO)UTh Ha 80] [13-15].

[pexanuiisipHasi Jiero4Hasi runepreH3usi — reMmoauHamuueckuii Bapuant JII' npu cpIJIA
>20 mm pr. cT., JA3JIA <15 mm™m pT. ct., JICC > 2 en. Byna [12].

I[MocTkanuiisspHAas JJero4Hasi runepTeH3us — reMmoauHamuueckuii Bapuant JII npu cp/IJIA >
20 mm pr. cT. 1 JI3JIA >15 mm pr. cr. [12].

KoMOuHnpoBaHHasi NOCT-/NMpeKANUIISIPHASA JIerOYHASl THIEPTEH3UsA — FTEMOANHAMUYECKUN

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

1.2 DTuoJiorusi U MaToreHe3 3a00/1eBaHUsI MU COCTOSIHUSI (TPynnbl 3a00JIeBaHU WU
COCTOSIHU

I'pynna |. B ocHoBe paszsutust JIAI' nexaT CTpyKTypHbIE M3MEHEHUS JIETOYHBIX apTepuil/
apTeproJI 3a CYET TUIEPIIa3ul WHTUMBbI; TUIEPTpOo(UH, TUIepIUIa3ud MEIUN U aJIBEHTHIINU C
(dopMHpOBaHHEM NEPUBACKYJISPHBIX BOCHATUTENbHBIX HHPUIbTpaTOB M ¢ubposa [41, 42].
VYcroiuuBblii kK anonTto3y (EHOTHUIl SHIOTENUANbHBIX KJIETOK, XapakTepHbiii s JIAT,
CIOCOOCTBYET PpAa3BUTHIO IUJIEKCOTEHHOW apTepuonaTuy, NpHUBOIANIEH K CyOTOTanbHOU
obnurepanuu npocsera cocya, yBenuuenuio JICC U, B KOHEYHOM UTOTe, Meperpyske mpaBoro

xenynouka (IDK). ®opmupoBaHue OHKONOAOOHOTO, MPOIH(EpaTUBHOTO (HeHOTUNA KIIETOK
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COCYAMCTON CTEHKH CBS3BIBAIOT C HAPYIIEHHEM MUTOXOHAPUAIBHOIO JbIXaHUS M YCHJICHUEM
SHEPreTUYeCcKOM 3aBUCHMOCTH OT a’pOOHOr0 TIUKOJIM3a, YTO HPUBOJUT K IMATOJIOTHYECKOM
aKTUBAIMU (HAKTOPOB TPAHCKpHUILUH [6, 15].

KmroueBbiM  3BeHOM matorene3a JIADT  saBnsercs osHAOTenuanbHas AUCHYHKIUS
TUTIEPIPOIYKIIMEH Ba30KOHCTPUKTOPHBIX (3HIOoTeNHMH-1 (DT-1), TpoMOOKCcan A2, CEpOTOHUH) U
CHIDKEHHEM CHHTe3a Bazommnatupyromux (okcuaa azora (NO), mpocTalkinH) cyOCTaHIIMN U
¢dopMupoBaHHEM TNPOTPOMOOTHYECKHX YCIOBUI; pa3BUTHEM BOCHIAIMUTEIBHBIX PEaKIUid B
COCYJIUCTOM CTEHKE 3a CYET yTpaThl SHAOTEIUEM aHTUAATE3NOHHBIX CBOMCTB U ayTOUMMYHHBIX
HapyIICHUH.

Pazeutne wu mnporpeccupoBanue JIAI' omocpenyercs B3auMOJEHCTBUEM TI'€HETUUYECKUX,
smureHeTndeckux (akropos (mermmposanue JIHK, momudukammm ructonoB 1 MukpoPHK) u
(dakTopoB OKpyXkarolleld cpelpl. Y mauueHtoB c cemeiiHo dopmoit JIAI' B 75% ciyuaeB
BBISBJISIFOTCSL MyTallUU B TeHe, KoaupyromieM perentop tuna |l k 6enky koctHoro mopgdorenesa
BMPR?2, koTopblii OTHOCUTCS K ceMEICTBY TpaHchopmupyroiero Gpaktopa pocta u peryaupyer
MIPOIIECCHI KJIETOUHOH nposndepanuu, a y nanueaToB MIATL (ciopagudeckue ciydan) - B 25%
cinyudaes [18]. Ilpu cemeitnom anamuese JIAI', Hanuuuy reMopparuuecKux TeJIeaHTMOIKTa3UN y
MAIMEHTOB BBIABIISAIOTCA MYTallMU T€HOB, KOJUPYIOMINX aKTUBHH-PEIEITOP-II000HYI0 KHHA3Y-
1 (ALK-1), sugoraun u 6eiKu ceMeiicTBa TpanchopMupyroiiero pocroporo pakropa (BMPR1B,
SMADO). ITpu npoBeeHUH TOJTHOTCHOMHOTO CEKBEHUpPOBaHUs y NanueHToB JIAI BBISIBICHBI
OoJiee pelKue MyTallMd B T€HaX, KOAUPYIOIMX KaBeoiauH-1 u kanueBbie kaHaibl (KCNKS3) [6,
15, 16]. dyukumonansHoe cocrostaue DK sABisSeTCsT OCHOBHBIM (DAaKTOPOM, OMPEICIIAIONINM
nporHo3 naureHToB JII', KoTOphIi HANPsAMYIO 3aBUCUT OT cTeneHu nopaxeHus cocynoB MKK u
MHUOKap/a.

I'pynna 1l. 3aboneBanus JEBBIX OTAENOB CEpJla, BbI3bIBalOIIKe moBbimieHne JIJIA,
4ype3BbIUaiiHO reTeporeHHbl. OCHOBHBIM MEXaHM3MOM pa3BUTHUs NMocTKanuusipHoi JII' sensercs
[acCHBHAs Nepeaaya MOBBIIMIEHHOIO JAaBJICHHs HAMOJHEHUs U3 JIEBBIX KaMep cep/ia Ha BEHBI
MKK. VBennuenne JIII MOXeT CiIyuUTh paHHUM MAapKepOM CHUCTOJMYECKOM WIH
nuacrtonmueckoir  guchynkmuu  JDK. Ha oOmHOCTE MaTOreHEeTHMYECKHMX MEXaHU3MOB
KoMOnHUpoBaHHOH noct/mpexanmuisipHoi JII' u JIAI' yka3biBaeT cXOJICTBO TMCTOJIOTUYECKOM
kapTuHbl. [loBeimeHHOe BeHo3HOE naBienne B MKK npuBoanT K MOBpexXI€HUIO SHAOTENUS, YTO
COIpOBOKIaeTcs yBenmudeHnneM cekperuu JT-1, ymenpmennem npoayknud NO u cHUKeHHEM

YYBCTBUTEJIHLHOCTHU K Ba30JMJIATHPYIOIIEMY JIEHCTBUIO HATpUHypeTHdecKuX nentuaos [31].
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I'pynna 11l. Bazokonctpukius cocynoB MKK B oTBeT Ha THIIOKCEMHIO C IMOCICAYIOIIUM
pEMOIEIMPOBAaHUEM apTEPUN M apTEPHUOJ — KIIOUYeBOE 3B€HO maroreHesa JII' mpu martosioruu
JIETKUX, YTO MOATBEP)KIACTCS HAJIMYMEM KOPPEJSILIMOHHOM CBA3M Mexay BeauunHoil cplJIA,
napuuanbHeiM - AaBieHueM kuciopoga uw DLCO [35, 36]. IlapamokcanbHbi OTBET Ha
runokcemuto cocynoB MKK moxeT ObITh reHeTH4eCKH IeTEpMUHUPOBAH. Y CTAaHOBJIEHA CBS3b
Mexy pazsutueM JII' y manneHToB ¢ maTojoruei Jerkux 1 HocutenbecTBoM LL-nomumopduszma
B reie SHTT mepenocumka ceporonuna. Hapsy c stum, runepmpoaykuust OT-1, dakropa
HEKpo3a omyxoiei anbda, TpaHCPOPMHUPYIOMIETO POCTOBOrO (QakTopa 0Oera, COCYIUCTOrO
poctoBoro (Qaxkrtopa, a Takke MOBBIIIEHHE YpOBHS C-peakTHUBHOrO Oelika MOATBEPKIAAIOT
OOLTHOCTh NATOTreHETUYECKUX MEXaHU3MOB pa3BuTus JII' mpu maToI0TKu JIETKUX U y MAllUEHTOB
c JIAT. JlomomHuTensHbIMU (akTOopamMu pucka pasButus JII' sBISIOTCS MeTaOOIMYECKHiA
CUH/POM, HHCYJIMHOPE3UCTEHTHOCTh M aCCOLMHMPOBAHHBIA C HMMM OKHCIMTENBHBIH cTpecc,
MPUBOJISAIINMA K PA3BUTUIO SHIOTEIHAIEHON TUCHYHKITUH.

I'pynna V. B naroreneze XTOJII' moMuMo XpOHHYECKOH OOCTPYKIIMH TPOMOOTHUYECKUMU
MaccaMH JIETOYHBIX apTepuil 3JIACTUYECKOI0 THUIA WIPaeT pojib JUCTalIbHAs JIEroyHas
BacKyJonatus. Pa3purue 3a00iieBaHMs CBS3BIBAIOT C HapyIIEHHEM IPOLeccoB (HhUOpUHOIM3A,
aHTHOTeHe3a, paHHUM pa3BUTHEM (PUOPO3HBIX U3MEHEHUN M BTOPUYHON BACKyJOMAaTHEH, B TOM

YHCJII€ BCIEACTBHUE MATOJOTHUECKOI0 BO3ACHCTBUS Pa3BUBIINXCA aOPTO-JICTOYHBIX KOHHaTepaHeﬁ

[43].

1.3. DnuaemuoJiorus 3a00jieBaHUs WJIH COCTOSIHUA (FPyNNbl 3200/1eBaHU UM COCTOSITHMIT

JIT" siBnsiercst rmo0anbHOM MpobIeMoit 3[paBOOXpaHEHHs: BCTpedaeTcsi mpuMepHo y 1% sxureneit
MHUpa, a B BO3pacTHbIX Ipynmnax crapme 65 ser - B 10% ciydaeB B CBSI3M C BBICOKOM
pacmlpoCTpaHEHHOCThIO — Mmaronorud  cepaua u  gerkux  [20].  3abomeBaeMocTh |
pacpoCTpaHEHHOCTh B PA3JIMYHBIX KIMHUYeckux rpynnax JII' cymiecTBeHHO pasznuuaercs,
OJIHAKO Beyllel IPUYNHOMN SIBJISIETCS ATOJIOTUS JIEBBIX OTAENOB cepala U jJerkux. HezaBucumo
OT TUIIa OCHOBHOTO 3a00JieBaHUs pa3BUTHE U IporpeccupoBanue JII' cBA3aHO ¢ HapacTaHUEM
CHMIITOMOB U MOBBIIICHHOW CMEPTHOCTHIO [21].

I'pynna |. JIAT" otHOCcUTCS K uncay opaHHBIX 3a00J1€BaHMil, TOATOMY OCHOBHAsI HH(pOpMaLUs
0 3a00JIeBa€MOCTH M PACIPOCTPAHEHHOCTH B MOMYJALMU IOJy4eHa B HAlMOHAIBHBIX U
MEXIYHApOJHBIX pErucTpax. B SKOHOMHUYECKM pa3BUTBIX CTpaHax 3a00JeBaeMOCTb H
pacnpoctpaneHHocTh JIAI™ coctaBisier 6 u 48—55 ciydyaeB Ha MWIJIMOH B3pOCIIOTO HACETICHUS
COOTBETCTBEHHO [12].
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B 6onsmmHCTBe peructpoB UJIAD sBnsiercss Hanbonee pacnpoctpaneHHor Gopmoit rpynmsl |
(mo  50%), mamee cnenyror JIAI, acconuupoBaHHas C CHCTEMHBIM 3a00JICBaHHEM
coequnutenbHoll Tkauu (Ct3CT), BIIC u nopranbHas runepreH3us (MOPTOIYJIbMOHAJIbHAS
runeprensus) [6, 12]. Ilo nanHbIM poccuiickoro peructpa, Cpeau 740 BrepBbl€ BBISBICHHBIX
nanpentoB JIAI' 'y 40,9% mnoarsepxkaena WJIAI, nHambonee dYacThiMM NpPUYMHAMH
ACCOLIMMPOBAHHBIX (OPM OBUIM MPOCThIE CUCTEMHO-jerounsie myHTH (36,6%) u C13CT
(19,3%).

VY poccuiickux nanueHtoB auartHo3 JIAI' ycranaBnuBaiics B Bo3pacte 45,2+14,9 ner [17]. B
peructpe Harmonansnoro mactutyta 3mopobs CIIIA (National Institutes of Health, NIH)
cpennuid Bo3pacT nanueHToB ¢ MJIAI' Ha MOMEHT MOCTaHOBKHM JMarHosa cocraBui 35 = 15 jer
P COOTHOIICHUM XEHIIMH W MyxuuH 1,7:1 [22]. B Hacrosimiee Bpemsi cuumTaercs, 4To B
MOJIOJIOM Bo3pacTe Bcrpeuaetcst mpeumyiectseHHo HITATD, mopaxkas B 1Ba pa3a vaiiie KeHIIHH,
yem My>KuuH [12, 23].

3a mocneAHUE TPU ACCATUIETHS «OpTpeT» nauueHToB ¢ MJIAI u3menuscs 3a cueT yBeandeHus
JIOJIM TOKWIBIX TALIMEHTOB C COMYTCTBYIOIIMMH CEPAECYHO-COCYIUCTHIMU 3a00JI€BaHUSMU-
aprepuanbHoil runepronuei (27-42%), oxupenuem (30-38%), caxapHsiM nuadberoMm 2 Tumna
(14%) u unmemuyeckoit Oonesnnto cepaua (10-12%) [15]. Cpeanuii Bo3pacT ManueHTOB BO
¢dpanmyzckom u amepukanckom (REVEAL) peructpax cocraBun 52+15 jer u 53+15 ner
cootBeTcTBeHHO [24, 25]. B peructpe COMPERA nons manmentoB ¢ MJIAID crapmie 65 ner
npesbicuiia 64% TpU COOTHOIIEHHWH S>KEHIIMH M MyxuuH 2,3:1 [26]. JlekapcTBeHHBIE
MpenapaThl/TOKCUHBI, TpuBoAsmue K pa3Butuio JIAI, B COOTBETCTBHE C MNPEATOKEHUSIMU
sKcrepToB 6-ro BeemupHoro cummnosuyma mo JII' knmaccupumupyrorcs Kak ONpeaesieHHbIe U
Bo3MokHbIe (Ta6:,.13 mpunoxenue b1) [11, 27-30]. OnpeneneHHas CBSI3b yCTaHABIMBACTCS HA
OCHOBaHWHM JAHHBIX OJMUJAEMUN, OIUJEMHUOJOTHYECKUX HCCIECNOBAHUM WM  KPYITHBIX
MHOTOLIEHTPOBBIX cepuil. Ha BO3MOXHYIO CBfA3b YKa3blBaIOT cepuM ciydaeB, korga JIATD
pa3BHUBaeTCsA MPU MPUMEHEHUH JIeKapCTB/ TOKCMHOB WJIM TPU HAa3HAUEHUU IMPEmapaToB CO
CXOJITHBIMHU CBOMCTBAMU U MEXAaHU3MOM JiecTBus [12].

I'pynna Il. JII' npu 3a0oneBaHMsIX JIEBBIX OTIEIOB CepJla SBISETCS OJHOM M3 Haumbosee
pacnpoctpaneHHbIX (hopm maronoruu (10 80% Bcex manuentos JII) [6, 15, 31]. B 2013 r. npu
OIIEHKE ri00anbHOro OpemeHu Oonesneit ormeueno 61,7 muH. ciydaes CH B mupe, uTo B 1Ba
pasza mpeBblinaeT ee pacrnpoctpaneHHocTh B 1990 r. [32]. B EBpone u CIIIA 6Gonee 80%

nanpeHtoB ¢ CH B Bospacte >65 uner. IloctkanwmuispHas JII' - u3oimMpoBaHHas WM
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KOMOMHHMpOBaHHAasI MOCT-/ MPeKaNUIUIpHAsl, SIBISIETCS YaCThIM OCI0XKHEHHEM, TJIaBHBIM 00pa3oM
npu CHc®B, nopaxas ne menee 50% mauuenTos [33].

Pacnpoctpanennocts JII' yBennuuBaercs 10 Mepe HapacTaHUs TSKECTH KIIAIIAHHBIX ITOPOKOB
neBbix otnenoB cepaua. JJIA noseimaercs y 60—70% naiueHToB ¢ TSHKEJIBIMA MUOKAPAUTAMHU
[33] u'y 50% nanueHToB ¢ aOpTadbHBIM CTEHO30M [34].

I'pynmna I11. JII" BeisiBisieTcs npu TsDKEIbIX 0OCTPYKTUBHBIX U MAPEHXHUMATO3HBIX MMOPAXKEHUSIX
nerkux: mnoBeimenue cplJIA nmo 3540 mm pr. cr. umeercs y 1-5% mnamueHToB C
MIPOTPECCUPYIONIEH XPOHUYECKOH OOCTpyKTHBHON Oone3Hbio Jierkux (XOBJI), xpoHudeckon
JBIXaTeNIbHON HEJ0CTaTOYHOCTHIO, a TAKXKe Y MAllMEHTOB, HaXOJUBIIMXCS B JIUCTE OXKUIAHUS
TpaHcIUIaHTauu Jerkux [35, 36]. [Ipu nanonatudeckom serounom Guopose cplJIA >25 mm pr.
CT. OBLJIO 3aperucTpupoBaHo y 8-15% manueHToB B panHe# craauu 3adoneBanus, y 30-50%- mpu
ero nporpeccupoBanuu u 60% - B TepmMuHanbHON cTagun [36].

['unokcus aBnsgercs mpoOieMoit 00IIeCTBEHHOTO 3/IpaBooxpaHeHus y 120 MUIIIMOHOB YeIOBEK,
MPOXKUBAIONINX Ha BeIcOTe Oonee 2500 M HaJ ypOBHEM MOPS, KOTOpPbIE MOABEPKEHBI PUCKY
pazsutus JII' 1 xpoHudeckoi ropHoit 6one3nu. [Ipobiema n3ydenus Beicokoroproit JII' momkHa
pemaThCsi ¢ MOMOUIbI0 OOHOBJICHHOH METOJOJIOTUU B KPYIMHOMACIITAOHBIX IMOMYJISIIIMOHHBIX
uccienoBanusix [37].

I'pynna V. BreisBiasemocts xpoHudeckoit Tpombosambonmmnueckoit JII' (XTIJI') B nociennue
roJibl YBEJIMYMBAETCS 32 CUET MOBBILIEHHS] OCBEIOMIIEHHOCTH Bpaueil U MPOBEIECHUS AKTUBHOTO
CKpUHHUHIA Yy MAIMEHTOB C COXpPAaHEHUEM OBIIIKKA IOCe IMEePEeHECEHHON TpomOoaMOonun
nerounoit aprepun (TOJIA) mpu Hamuuuu ¢dakTopoB pucka. [lo JaHHBIM pErucTpos,
3a0oneBaeMoCThb U pacnpocTpaneHHOCTh X TAJII cocrapnser 2—6 u 2638 ciryyaeB Ha MUJIJTMOH
B3pOCJIOr0 HaceneHus coorBerctBeHHO [12, 38, 39]. TIlammeHTsl ¢ XpPOHUYECKOU
TpoMOo3MObonmyeckoir 6one3Hpto serkux (XTOBJI) mpu orcyrctBum JII' cocraBnsioT Juib
HEOOJIBIIYIO AOJIO Cpeu OONIbHBIX, HampaBlsieMbIX B IeHTpel X TOJI [12].

I'pynna V. Dnunemuonoruueckue AanHele 1o JII' mpu reMaTonornyeckux, MeTaboIMuecKux U
JIp. HApyLIEHUSIX OTCYTCTBYIOT, YTO OOYCJIOBJIEHO MHOTO()AaKTOPHBIM MaTOr€HE30M, Pa3BUTHEM
JIT" xak nmpexkanuIsipHOro, TaK M MocTKanwuispHoro tuna [20]. JlaHHbIE perucTpa B3pOCIbIX
NAIMEHTOB C CAapKOMAO030M TNokazanu, 4ro JII' wacto accoumupyercss ¢ MOBBILIEHHOU

3a00JIeBaGMOCTBIO U CMepTHOCTHIO [40].
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1.4. OcoGeHHOCTH KOAUPOBAHMS 32a00/1€BaHUsl WJIN COCTOSTHUS (TPyNIbI 3a00/1eBaAaHUN WU
coCTOSTHMIA) 0 MeKIyHAPOAHOM CTATHCTHYECKON Kiaccupukanuu 00Jie3HeH U mpoodiem,
CBSI3aHHBIX €O 310POBbEM

Jpyrue GopMbl cepacuno-aeroutoi Hegpocratouocts (1.27):
127.0 — [lepBuuHas jgeroyHasi TUIIEPTCH3US
127.2 — JIpyras Bropu4Hasi JIero4yHasi THIEPTEH3US

127.8 — Ipyrue yrouHeHHbIE (POPMBI JIETOYHO-CEPCUHON HETOCTATOUHOCTH

1.5 Knaccudukauus 3a60,1eBaHUA WM COCTOSTHUS (TPyNIbI 3200/1eBAHNI UM COCTOSTHUIA)

JIT" 06BbIYHO SBISETCS CUHAPOMOM, ACCOIMUPOBAHHBIM C PA3IMYHBIMU CEPJCYHO-COCYAUCTHIMU
U pecCUpaTOPHBIMU 3a00JI€BAaHUIMH, U KpailHe peKo MPEeCTaBisieT co00l caMOCTOATEIbHOE
3abosneBanue, kKak B ciaydae wuauonarudeckon (MJIAI) wmnm HacneACTBEHHOW JEroyHOM
aprepuasibHoi runeprensuu (HIIAT).

Knunuueckas knaccudukamus JII' BiiIodaeT mATh Tpynn, OOBEAWHEHHBIX MPH CXOJCTBE
naTo(PU3NONOTUYECKMX MEXaHU3MOB, KIMHUYECKUX W TEeMOJMHAMUYECKHUX XapaKTEPHUCTUK,
no1x010B K Jsieuenuto (Taoda. 1) [11, 16].

Ta6auna 1. Knunnueckas kiaccupukanus

I. Jlerounas aprepuanbHas runeprensusi | III. Jlerounass rumepreH3usi, CBSI3aHHAA C

(JIAD): NATOJIOTH el JIETKUX W/WJIN THIIOKCHEN:
1.1. Unnonaruueckas 3.1. XOBJI
1.1.1. OtpunarensHbli  TecT  Ha | 3.2. PecTpukTuBHbIE 3a0051€BaHUs JETKUX 3.3.
Ba30pPEAKTUBHOCTh Jpyrue 3ab601eBaHus JETKUX C PECTPUKTUBHO-
1.2.2. [TonoxxurenbHBIE ~ TECT  Ha | OOCTPYKTHBHBIMHU HApYIIEHUSIMU
Ba30pPEAKTUBHOCTH 3.4. T MNOBEHTUISIIUOHHBIN CUHIPOM
1.2. HacnencrBennas * 3.5. 'nunokcust 0e3 3a00s1eBaHN JTETKUX
1.3. HWunynupoBaHHas JieKapcTBEHHBIMU | (BbIcOkoropHas JII)
npenaparamMu ¥ TOKCHHaMH * 3.6. AHomManuu pa3BUTHUS JETKUX

1.4. AccounnpoBaHHas C:

1.4.1. BpoxaeHHBIMH ITOPOKAMU CEp/LIa
(IPOCTBIE  CHCTEMHO-JIETOYHBIE  LIYHTHI) | V. JIT,
1.4.2. CucreMHBIMHU 3a00JIeBaHUSAMU
COEIMHUTENIBHON TKaHU

1.4.3. BUY-undexueit

1.4.4. IlopranbHON runepTeH3uen

1.4.5. llIncrocomozom

cBf3aHHasi C oOcTpyKUHuei
JIETOYHOM apTepHu:

4.1. Xpornueckas TpoMmObodMbommaeckas JII°
4.2. lpyrue oO6CTpyKLUH JIETOYHON apTepUn
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1.5. JIAI' ¢ npu3zHakamMu TOpPaXKEHHUS
JIETOYHBIX BEH/ KamWuIIpoB  (JIerovHas
BEHOOKKJIFO3MOHHAs  O0O0JIe3Hb/  JIETOYHBIA

KalWUISIPHBIA FeMaHTHOMAaTO3)
1.6. [lepcuctupyromas JII' HOBOPOKACHHBIX

II. Jlerounasi runepTeH3usi, CBA3aHHAA C
3a00/1eBAHUSIMHU JIEBBIX OT/1€JIOB Cep/aIa:

V. JlerouHnasi runepTeH3usi HEM3BECTHOIO 1/
WIN CMEIIAHHOTO reHe3a:

5.1 I'emaronorudeckue 3a00JIeBaHUS

5.2 CucreMHbIe HAPYLICHUS

5.3 Mertabonnueckue HapyIIeHus

54. XpoHuueckas no4yeyHas
HE/IOCTaTOYHOCTh ¢/0e3 remoamanuza 5S.5.
TpomboTHUeckass MHUKPOAHTHOIATUSL JIETKUX

BCJICJICTBUE IMO0THH OITyXOJICBBIMU
KJIETKaMU

5.6. ®ubpo3upyOMUN METUACTHHUT

5.7. Ciio)Hbl€ BPOXKIECHHbBIC TIOPOKU CEep/Ilia

2.1. CepaeuHas HEJOCTaTOYHOCTD:

2.1.1. ¢ coxpaneHHO# ¢pakiuen BHIOpoca
2.1.2. co CHIKEHHOW WIH yMEpPEHHO
CHIDKEHHOH (pakiuei BeIOpoca

2.2. KnananHast matojorus

2.3. BpoxieHHas/mpruoOpeTeHHAas CepIeIHO-
COCYAMCTass TMAaTOJIOTHS, TWPUBOAAIIAS K
nocrkanuuisspaon JII'

IIpumeuanus: * Cpenu nanmentoB HJIAT, JIAD, nHaynupoBaHHOW JiekapcTBaMH/TOKCHHAMH, kak npu MJIAL, BelmensroTcs MOArpyHIIBI C

OTPULATENILHBIM U HOJIOKUTEIBHBIM TECTOM Ha Ba30pEaKTUBHOCTH [12].

C yuerom nonoxkenuit 6-ro Bcemuproro cummnosuyma o JII' u pekomenaaiuit ESC/ERS 2022r.
B KJIMHUYECKYIO KJIacCU(UKAIIUIO BHECEHBI CIICAYIONINE U3MEHECHUS:

1. B rpynme | (JIAT) cpenn mammentos UJIATL, HJIAT; JIAT, uHaynupoBaHHO# JekapcTBamu/
TOKCHUHAaMH, BBIIEISIIOTCA MOATPYIIBl C OTPUIATENbHBIM U IIOJIOKUTEIIBHBIM TECTOM Ha
BazopeakTUBHOCTH [12]. Ilpu Hamuuuum pe3epBa Ba30pEakTHMBHOCTH MALMEHTHl C yKa3aHHBIMU
dopmamu JIAT" mMeroT yHUKAIbHBINA (PEHOTHUI ¢ OJIATONPUATHBIM TEUCHHEM 3a00JICBaHUS MPH
Ha3zHauYeHUH 0JIOKaTOpoB KanblueBbix kaHaloB (BKK) B MakcuManbHO MEpEHOCHMBIX 033X
(pa3gen 3.2.2.1).

[To naHHBIM pOCCHHCKOro perucrtpa, Haubojiee 4yacToi NpUUYMHOM accouuupoBaHHOM JIAT
ABIISAIOTCA BpokaeHHBIE opoku cepaua (BIIC) - mpocThie cucteMHO-erounslie myHTHI (36,6%)
(pazmen 4.1) [17]. JIAT ¢ mopakeHHEM JISTOYHBIX BEH U KAMLUISIPOB (JIETOYHAS
BEHOOKIt03MOHHas 6onesHb (JIBOB) /nerounsiit kammspueiil reManruoMatos (JIKT), kortopas
XapaKkTepu3yeTcs HeOIaronprusaTHHIM IPOTHO30M U COTIPSDKEHA C PUCKOM pa3BUTHSI OTEKa JIETKUX
npu HasHaueHuu JIAI'-cneunduueckoil Tepanuu, COIrJaCHO KOHCEHCYCY OJKCHEPTOB 6-TO
Bcemupnoro cummnosuyma no JII', Bkimtouena B rpymmy | [11, 15]. OTo o0OycioBieHo Tem, 4To
BOBJICUEHUE B MTATOJIOTMUECKUH MTPOLECC JIETOUHBIX BEH/ KalUJUIIPOB MOXKET HAOMI0AAThCs U TIPH
3a00JIeBaHUAX, aCCOLMUPOBAHHBIX C pa3BuTHEM JIAI', B 4aCTHOCTH CHCTEMHON CKJIEpOJECPMUU
(CCH). Knunnueckass u remoauHamuueckas kaptuHa JIBOB/JIKI' B OonblimHCTBE ciydyaeB
coorBerctByeT JIAI, a mpW THUCTOJOTHYECKOM HCCIICAOBAHUH, HapsIy C W3MEHEHHUSIMH

BEH/KaWJIISIPOB, UMEETCSI BBIPAXKEHHOE peMoJiepoBaHue jerounsix aprepuoin [11]. JIBOB/
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JIKI' MOXHO 3amofo3puTh NpH HATMYUUA MPO(ECCHOHATHPHOTO KOHTaKTa C OpPTraHUYECKUMHU
PacTBOPUTENSIMU (TPUXIIOPAITHIIEH U Jp.); CHIXKEHHOU A1(dY3UOHHOM CITIOCOOHOCTH JIETKUX IS
monokcuaa yriaepoga (DLCO <50% ot momKHOTO); BBIPRKEHHOW THUIOKCEMHH; YTOJIIECHUSI
CeNTalbHBIX JIMHUH, IIEHTPOIOOYIAPHBIX U3MEHEHUH 110 THUIY «MAaTOBOTO CTEKJIa» MapeHXHUMBI
JIETKUX, YBEIWYEHHs] pa3MepoB JUM(OY3JIOB CPEIOCTEHUS [0 JaHHBIM KOMIIbIOTEPHOM
tomorpaduu (KT) opranos rpyanoii mosmoctu [11, 15, 18].

1. B rpymnme Il B xauecTBe npuunnsl JII' uCKiI0UeH CHHIPOM OOCTPYKTHBHOTO alTHO? CHA, YTO
00yCIJIOBIEHO OTCYTCTBMEM JOKAa3aHHOW NPUUYMHHO-CJIEICTBEHHOW CBSA3M; B CTPYKTYpE 3TOM
TPYIIIBI YKa3aHbl TUITOBEHTUIISALINAS U THIIOKCHS 0€3 IMaToaoruu Jierkux (Beicokoropnas JII) [12].
2. B rpynme 1V, xak u panee, BoyiensoTcs XTOJII u gpyrue 3abojieBaHMsI, CBS3aHHBIE C
00CTpyKLMEN JIETOUHOI apTepuu.

3. B rpymme V poGaBnena ¢opma JII' mpu TpoMOOTHYECKOW MHUKPOAHTHONATHU JICTKHX
BciencTBUE AMOonuM omyxoneBbiMu kietkamu [12]. Ilpu cnoxueix BIIC wumerorcs
remoguHamuueckue Hapyuenus B MKK no tumy npe- u/unu noctkanuiuisiproit JII' (B Tom uncne
JII' mpu BIIC ¢ yHUBEHTpPUKYJISIpHOM TeMoAMHaMHUKOW M cermeHTapHas JII' B oTnenbHBIX
CEerMEHTaxX JIETKUX 3a CYET AaOPTOJIETOYHBIX KoJulaTrepalieil), YTO IO3BOJWIO POCCUICKUM
JKCIepTaM COXpaHUTh moArpymmy ciaoxHbeix BIIC B rpymme V, HecMOTps HA W3MEHEHHUS B
pexomenmanusax ESC/ERS 2022 r. [11, 15].

Tabauua 2. ['emonnHamMuyeckast Kiaccupuranus

Ornpenenenue XapaKTEepUCTUKHU Knunnyeckue rpymisl
Jlerounas runeprensust | Cpennee JIJIA >20 MM pT.CT. Bce Bapuantsl JII'
IIpexanunspHas Cpennee JIJIA >20 mm pt. cr. | |.Jlerounas apTepualbHas
nerouHas runeprensus | A3JIA < 15 MM prt. cT. TUIIEPTEH3UA. Il JT,
JICC >2 en. Byna CBsI3aHHass C  IaTOJIOTHEH

JIETKUX W/UJIU TUTIOKCHEH.

JIT', cBsi3anHas ¢ oOCTpyKIMeH
JIETOYHOM apTepuu.

JI' wHewsBecTHOrO W/ WIU
CMEIIIAHHOTO TeHE3a.
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N3onupoBaHHas Cpennee UIA >20 mm pt. ct., | Il JT, CBsI3aHHAs c
MOCTKaNUJUISIpHAs J3JIA >15 MM pT. CT. MaTOJOTHEN JIEBBIX OTIEIOB
neroyHas runeprensus | JICC <2 en. Byna cepaua.

V. JII' HeusBecTHOro W/ WIU
CMEIIIaHHOTO IeHe3a
KomOuHupoBanHas Cpennee JJJIA >20 mMm prt. cT.,
noct-/mpexanmuisipHas | JI3JIA>15 mm pr. cT.

neroynas runeprenzusa | JICC>2 en. Byna

B 2018 r. skcmepramu 6-ro BcemmpHoro konrpecca mo JII' panee oOmenpuHATHINA
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. ct., JICC >3 en. Byna [18]. B pexomenmanusax ESC/ERS 2022 r. moporoBbie 3HaYCHUS JIs
BennunHbl JICC cHuxkeHsl 10 2 en. Byna ¢ yderom BepxHero rnpejeina HOpMajJbHbIX 3HAaUEHUN
storo nokazarens [12, 13] (Ta6mx. 2). [Ipu aTom crnegyer noJ4epKHyTh, UTO JI0KazareiabHas 0aza
B oTHouleHuu 3¢ dexkruBHocTH/ 6e3omacHocT JIAT -cnenuduueckux mnpemnapaToB MOJyueHa B
PaHAOMU3HPOBAHHBIX KOHTposupyeMbix uccienoBanusix (PKUM), B koTopele BKIHOYAIUCH
nanuenTs! JIAL (rpynna I) npu cpIJIA >25 mm pt. 1., A3JIA <15 MM pr. cT. u JICC >3 en. Byna
[12]. Heobxomumo auHamuueckoe Habmoaenue namuentos co cpJIA 21-24 mm pr. cr., JICC
2,1 no 2,9 en. Byna.

JICC 3aBucuT OT 1011 TOBEPXHOCTH TE€Ja U BO3pacTa, y JIHI] MOXKUIIOT0 BO3pacTa, Jaxe Mpu
OTCYTCTBUM CEpJIEYHO-COCYAMCTON MaTOJIOTUH, KaK IMpaBWiIO, OTMedaroTcs Oojiee BBICOKHE
3HaueHus [14]. Bennuuny JICC He0OX0AMMO yUUTHIBATh T HCKIItOUeHus nosbienust [JJIA 3a
CYET YBEJIMYEHHUs JIETOUHOTO KPOBOTOKA WJIX TIOBBIIIEHNS BHYTpUIpyAHOTO AaBieHus [12]. Xors
BepxHel rpanuneil [[3JIA B HopMme cunraercs BeauunHa 12 MM pT. CT., B pekoMeHaanusx mo JII'
U KoHceHcyce EBpormelickoro o6miecTBa KapAHOJIOTroB Mo cepaeuHor HempoctatrogHoctu (CH)
npeiokeH Oosee BbICOKUN mopor st auarHocTukn CH ¢ coxpanenHol ¢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 nanno Bennuunsl J[3JIA kak
Kputepus npexanuuispHoi JII' BaxxHO UMETh BBUY, YTO 3TOT MOPOT SIBJISIETCS TPOU3BOJIbHBIM,
YTO TpeOyeT y4YMThIBaTh (PEHOTHUI MalMeHTa, (aKTOpbl pUCKa M JaHHbIE 3XOKapauorpaduu
(OxoKI'), Bkmowas o0wvem neoro mnpexacepaus (JIII), npu yctaHoBneHuum mpe- U
noctkanuuisipaon JII' [12].

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

runokcemuu (rpymnmna ), nmpu o6cTpykuuu nerounsix aprepuit (rpynna V) u npu HEKOTOPBIX
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noarunax rpymnsl V. IloctkanumigpHas JIIT HaGnrogaercs mpu MaTONOTMM JIEBBIX OTIIEIOB
cepana (rpymma Il), moxxer umers mecto nipu JII' rpynmsl V Uiy M301MpOBaHHOM MOPAKEHUH
JeToYHbIX BeH win kammuisipoB (JIBOB/JIKT).

[MocTrkanumnsipuas JII' onpenensiercs npu nossitieHuu cplJIA >20 mm prt. ct. u 3JIA > 15 Mmm
pT. cr. Bemnuuna JICC wucnonp3yercss Ajii yCTaHOBJEHHS NAI[MEHTOB CO 3HAYUTEIBHBIM
MPEeKANUIIPHBIM KOMIIOHEHTOM— KOMOMHHMpOBaHHasi mocT-/ mpekanuwuigpHas JII' (>2  en.
Byna). Panee s XapakTepUCTUKMA BOBJICUCHHUS B MATOJOTUYECKUN TIPOIECC JIETOYHBIX
aprepuii/apreprion npu noctkammuisipaoi JIIT momumo JICC pexoOMEeHI0BAJIIOCH OIICHUBATH
JIMACTOJIMYECKUN IMYJbMOHAJIBHBIN TPAMEHT, KaK pa3HUIly MeXIy auactoiaumdeckum JIJIA
(JJJJTA) u A3JIA [15, 16, 18]. CormacHo pexomenaarusm, ESC/ERS 2022 r. mist onpeencHust
IPEKANWIIIPHOIO  KOMIIOHEHTa  JOCTaTOYHO  OLIEHKM  uckiarouutensHo JICC  [12].
W3onuposannas noctkanusuisipaast JII' ycranasnusaercs npu JICC <2 exn. Byna.

[Tpu noBwimenuu cplJIA >20 mm prt. cr. B couetanuu ¢ Hu3kuM JICC (=2 en. Byna) u JI3JIA
<15 MM pT. CT. y MAlMEHTOB HMEETCS] YCKOPEHHBIN JEro4HbIii KPOBOTOK M, KaK IPaBUIIO,
HecMoTps Ha Hanwuue JIT', mocieHsist He COOTBETCTBYET KPUTEPHSIM TIPe- UITH TOCTKAMMIUTSIPHOM
JI'.  DT0 reMOOMHAMHUYECKOE  COCTOSHHE  MOXKET  OBITh ~ ONHCAaHO  TEPMUHOM
«ueknaccupunupyemas JII'» [12]. Takue namuentsl moryT umetsh BIIC, 3ab6oneBanue neyeHw,
MATOJIOTHUIO JIETKUX WM THIEPTUPEO3 B KauecTBE MpUUYUHBI MoBbieHUs cp/lJIA, uro Tpebyer
THIATETLHOW JIMATHOCTUKH M COOTBETCTBYIOIIETO JICYCHHS (B YaCTHOCTH, XHPYPIHYSCKOM
koppekuuu BIIC).

Jns oueHku (QyHKIMOHAIBHOTO cTatyca OoipHBIX JIIT mpuMeHsercs pekoMeHAOBaHHas
BcemupHnoii opranuzanueit 3apaBooxpanenus (BO3) B 1998r. pyHkimonanpHas knaccupukanus
Hiio-Mopkckoit kapauonormaeckoii accouuarmu (NYHA) mas 6omsubix CH (Ta6m. 3) [6, 12, 15,
16]. Onenka ¢pynkumnonansHoro kinacca (OK) NYHA/BO3 ucnionb3yeTcst 1715t pyTHHHOM OIIEHKH
cTaTyca MalyeHTa Ha BCeX 3Tanax OKa3aHWW METUIIMHCKOM MOMOIIH, ONpeIeIeHNs MPOTHO3a U
3¢ (HEeKTUBHOCTH TEpaTHH.

Tadoauua 3. @ynkumnonansHas kiaccudukanus (BO3)

Kitacc Onucanue

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

II ®K Jlerkoe orpanndyenue ¢uznyeckoil akTUBHOCTH. JluckoMmdopr B mokoe
OTCYTCTBYET, HO OObIuHas (pu3HuecKasi aKTUBHOCTH BBI3BIBAET MOBBIIICHHYIO
OJIBIIIKY, c7Ta00CTh, 00JIb B IPYAHOM KJIETKE WM MPECUHKONAIbHBIE COCTOSHUS.
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I ®K 3HauUUTENbHOE OTpaHUYCHHE (PU3NUYECKOW aKTUBHOCTU. B COCTOSHMH IMOKOS
muckomMdopTa HeT, HO (pu3uveckas aKTUBHOCTh MEHBIIIE OOBIYHOMN BBI3BIBACT
MOBBIIICHHYIO OJIBIIIKY, YCTalOCTh, OOJb B TPyAU WIM IPECUHKOMAIbHbIC
COCTOSIHUSL.

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

MUHUMaJIbHOH  (u3nyeckod  akTHBHOCTH. MoOryT  OBITh  NPH3HAKH
IIPABOXKEIY JOYKOBOW HEJOCTATOYHOCTH.
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2. IlmarnocTuka 3a6oseBannsi (rpynnsl 3a00/1eBaHUIi UM COCTOSIHUIA),
MeIUIUHCKUE TOKA3aHUA U MPOTUBONOKA3AHUSA K IPUMEHEHUI0 METO10B

AHATrHOCTHKH

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

[lenplo KOMIUIEKCHOTO 00Cie0BaHUs SBISETCA ycTaHOBJIeHHe auarHosza JII', ompenenenue
KJIMHUYECKOH I'pYMIIbl, FeMOAMHAMUYECKOT0 TUIIA, ()YHKIIMOHAIBHOI'O CTaTyCca y BCEX MAI[IEHTOB
JIT', a Taxxke npoduiist pucka cMepTHOCTH y Beex narmenToB JIAT [6, 12, 15, 16, 44, 45].
Oranamu auarHoctuku JII' sBasrores:

— CKpuHMHT, BKJIIOYArOIUK cOop *kanol, oueHKy (pakTopoB pucka pasButus JIAIL,

onpezenenue sepostHocty JII' mpu nomomum tpancropakaibHol JXoKI'.

— MHckmrouenune Hanbomnee yacTbix npuuuH JII' - 3a0oneBaHuil JEBBIX OTAENIOB CepALla

(rpymnma Il), matonoruu nerkux (rpymmna 1) u XTOJII (rpynmna 1V).
— Bepudukauus muarnoza JIAI, XTOJII, Tsokenoit JII' mpu UBKC, ompenenenue
Ho30510rH4YecKoi hopmbl JII.

— Oruenka OK manuenta (BO3).

— Crparudukaims prucka cMepTHOCTH y Beex manueHtoB JIAT [6, 10, 12, 15, 16].
VYuuThiBasg OTCYTCTBHE MATOTHOMOHMYHBIX cUMNTOMOB JII' M MIMPOKYIO pacrpoCTpaHEHHOCTb
NaTOJIOTUU NPH pa3IMYHbIX 3a00J1eBaHusAX, AMarHoctuka JII' Tpedyer My IbTHIUCIUIUIMHAPHOTO
MOJIX0Jla U YETKOro COOJIIO/IEHHS JMAarHOCTUYECKOro alropuTMa C UCKIIOYEHHEM Hauboiee
yacThIX npuduH pa3Butus JII' u BeisBieHueM Oosee peakux ¢opM. Ilo naHHBIM poccuiickoro
perucrpa, MeJIuaHa BpeMeHH OT /1e0r0Ta CUMIITOMOB J0 MOATBepKAeHUs nuarHosza JIAIT npu

YUBKC y maunenTos JIAI cocrasuser 52,8 mecsua [17], y naunenroB XTOJII - 14 mecsues [44].

2.1. ’Kanoo6b1 u anamHe3

PexoMenayercst cOop aHaMHe3a U Kano0 y Bcex ManueHToB As yrounenus renesa JII' [6, 12, 15,
16, 44, 47, 48].

PKO IC (YYPC, YA 5)

KommenTapuii. Cuvnmomamuka JII' 3nauumensno éapvupyem 6 3agucumocmu om npudunst JII,
aAccoyuUUpOBaAHHO20 COCMOAHUS, conymcmeyroweu namonoauu. Ha pannux cmaouax cumnmomol
JII' 6o3nuxaiom npu 6vlNOIHEeHUU @QUBUYECKUX HASPY3OK U, 2IA6HLIM 00pA30M, CEA3AHbL C
oucyuxyuen IDK [6, 49]. B oebrome 3abonesanuss nayuenmsl npeowbsssiom dHcaiobdbl Ha

OC)bZLI/IKy, Komopasd  npocpeccupyem no mepe medeHus 3a60ﬂ€8aHuﬂ,' NOBbIUUEHHR)YIO
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VMOMIAEMOCHb, CIAO0CMb, 201080KpYHceHUe. Ha no3onux cmaousx nosensaomcs CUHKONAIbHble
COCMOSAHUA UW/Unu cumnmomul npagodcenyoouxoeou CH: omexku Hoe, eenamomez2anus, acyum,
nynvcayusi wetinvix een [12, 15, 44]. V nayuenmoe ¢ orumenvuvim mevenuem JIAI moorcem
B03HUKAMb 00J1e60U CUHOPOM 8 2pYOU NO MUny aHeUHO3Ho2o. Ilpuuunamu uwemuyu MuoKapoa
Mo2ym Oblmb OMHOCUMENbHAS KOPOHAPHASL He00Cmamo4Hocmy ecieocmeue Huskozo CB u
nosvlueHH020 HanpsdiceHus cmenku TDK,; cunokcemus, komnpeccus 1e6oti KOpoOHaApHOU apmepuu
anespuzMamuyecKu pacuiupernou necoynou apmepuei (JIA). Ilpu cunopome Diizenmenzcepa
JlecouHble Kpogomeuenus pecucmpupyromces 6 43% cnyuaes u A61AIOMCA NPULUHOU CMEPMHOCIU
v 8% nayuenmos [45, 48]. Hcmounukom kposomeuenus 6 90% cuyuaes cuyscam usmeneHHble
OpoHxuanvhvlie apmepuu, KOmopbsle Hauboaee yacmo aviasiamces y nayuenmos c JIAI na ¢one
BIIC. 'V nayuenmos 6e3 BIIC kposoxapxamve ecmpeuaemcs 6 1,5-6% cayuaes [6, 15].
3nauumenvroe pacwupenue JIA moocem Obimb NPUUUHOU OUCCEKYUU UINU PA3PLIEA, UMO

KAUHUYECKU CONPOBONCOAEMC MAMNOHAOOU cepoyda.

2.2. PuzukajabHoe 00cIe10BaHue

PexoMenayeTcsi mpoBOIUTh BU3yalbHBIM OCMOTp TeparneBTudeckuil Bcem naruentam ¢ JII' ans
BBISIBIICHHS CIICHHU(PHUECKUX KIMHUYECKHMX MPOsIBICHUI 3a00eBanus [6, 12, 15, 16, 44, 47, 48].
PKO IC (YYPC, YA 5)

KommenTapuii. Qusuxanvnoe o6cniedosanue moxcem Gulaums G03MOJNCHYIO npuduny JII
Teneaneuosxmasuu, s136eHHOE NOPANCEHUE KOHYUKO8 NAbYes U CKAepOOaKMUIUsL XapaKmepHbol
onsa CC/, kpenumayus Ha 600Xe MOX}CEmM YKA3bl6amMb HA UHMEPCMUyuaibHoe 3aboiesanue
neexkux (U3J1); cocyoucmoie 36e300uKu, meCmMuKyIsApHAs ampo@ust u NaibMapHas 3pumema — Ha
3abonesanue neuenu [6, 47-49]. Ilpu obHapyscenuu cumnmoma «oapabauuvix nanoyexy /
«UACOBLIX CMEKOL» MOHCHO npeononodxicums BIIC ¢ yuanozom, U3JI unu namonozuto nevenu [12,
15, 48]. Ilpu ocmompe nayuenmog npoooumcsi nyibcoxcumempus: y nayuenmos HIIAI
nokasamenu camypayuu Kuciopooa HAaxo0amcs 6 npeoenax HOpMbl, npu O0OHapyHCeHuu
decamypayuu 8 nokoe u npu Hazpyske ciedyem 3ano003pums namoiaoauio nezkux unu BIIC ¢
BEHOAPMEPUATLHBIM — WYHMUPO8aHuem Kposu. Hanuuue ougpgpepenyuposantnozo yuarnosa
(HOpMATLHBLU YBEM KONCHBIX NHOKPOBOB 8epXHEl NON0GUHbL Meld ¢ NPUSHAKAMU YeHMPATIbHO20
YUaHo3a HUMCHel NOJI0BUHbL meld, CUMIIMOM 0apabaHHbIX NANOYEK U YACOBbIX CMEKOJl MOJILKO
Ha nanbyax Hoz) yKaswvleaem HA Haauyue CUHOpoma JU3eHMeH2epa HA (PoHe OMKPLIMO20
apmepuanvrozo npomoxa. Ilpu pazsumuu npasodxcenyooukosoi CH y nayuenmos ommeuaromcsi

Ha6yxaHue u nyjibcayus WelHbIX 6€H, cenamomezaius, nepugbeputtecxue omekKu, acyum.
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Ilpu ayckynomayuu mepaneemuueckol 1e2Kux y NAyueHmo8 C BblpANCEHHOU O0O0bIUKOU Npu
nocmkanuansapuou JII' 8blCAyuusaromes MeaKony3vlpuamole Xpunvl 8 HUNCHUX OmMOenax 8
COYemaHuu ¢ NONOHCeHUeM OPMoOnHod. AYCKyIbMamueHas KapmuHa 8 1e2Kux Modxcem Ovimo He
usmernena y nayuenmos c JIAL' [16, 49]. Ilpu aycxkyromayuu mepanesmuyueckou cepoyd
BBICIYUIUBACTNCS AKYEHM 8MOP020 MOHA HA JIA - 00uH U3 Knouegvlx pu3UKAIbHbIX NPUSHAKOS
JII'. B pside cyuaes onpedensemcs CUCMOIUYECKUL UyM MPUKYCIUOANbHOU pe2ypeumayuul, npu
ounamayuu JIA ¢ pazeumuem OmMHOCUMENbHOU HEOOCMAMOYHOCMU JIe20YHO020 KIAnaua -
ouacmonuyeckul wym Ipexema Cmunna. Y nayuenmos c cunopomom OJiizenmenzepa npu
Hanuyuu O0nbUl020 Oeekma wiymM WIYHMA MOdfCem He GblCAYUUBAMbCA, YMO CEA3AHO C

omcymcmeuem Ui MUHUMATbHbIM 2PAOUEHMOM 0aslieHus 8 obacmu oeghekma npu evicoxoul JII'

[15, 45, 48].

2.3. JIabopaTopHble TMATHOCTHYECKHE HCCIIeTOBAHUSA

Bcem nanuenram c JII' pexomenyercs npoBefeHue oOero (KIMHUYECKOro) aHajlu3a KpOBU
pPa3BEpHYTOTO C OLEHKOH YPOBHSI IeMOIVIOOMHA U TeMAaTOKPUTA, KOJHMYECTBA IPUTPOIUTOB,
JCHKOIMTOB, TPOMOOIIUTOB, CKOPOCTH OCEJAAaHHUS DSPUTPOLUTOB B paMKax MEPBUYHOTO
oOcietoBaHusl, TPU MOCTYIUICHAH B CTAllMOHAp W B IMPOIECCE TUHAMHYECKOTO HAOIIOICHUS
Kaxpie 6—12 mecses [6, 12, 15, 16, 44, 48].

PKO IC (YYPC, YA 5)

KomMmenTapuii. B obwem (Kiunuueckom) auanuze Kpoeu pPA36ePHYMOM Cle0yem OYeHUnbs
VPOBeHb 2eMO2I00UHA U 2eMamoKpuma, Haiuyue Mukpoyumosa. Bmopuunsiii spumpoyumos
yacmo ecmpeuaemcs y nayuenmos ¢ JII' npu BIIC u namonozuu neexux [47, 48].

Bcem nayuemmam c¢ JII' pexomeHnOoosano nposedeHue amaiuzaKposu OUOXUMUHLECKO20
obuemepanesmuyeckoeo (ucciedosanue YpoeHs Kalus, HAMpuUs, 2N0KO03bl, KpeamuHuHda,
00we2o benxa, MouesUHbvl, MOYEBOU KUCIOMDbL, 00ujeco OUnUpyouHa, c60O00H020 U C8A3AHHO20
ounupybuna 8 Kpoeu, onpeoeieHue aKmueHOCMU — ACnapmamamuHompancgpepazvl U
ANAHUHAMUHOMPAHCHepasvl 8 KPOBl) 8 PAMKAX NEPBUUHO20 00CIe008aHUS, NPU NOCMYNIIEHUU 8
CMAYUoOHap u 6 npoyecce OUHAMUYECKO20 HabodeHus Kaxcovlie 3—6 mecayes [6, 12, 15, 16, 44,
48].

PKO IC (YYP C, YA 5)

KommenTapuii. @ynkyuonanvHvie neueHouHvle mecmvl MO2YM — NOGLIUAMbCA  NPU
oekomnencayuu npagodcenyoouxkosor CH wunu ma ¢hone mepanuu anmazonucmamu
aHoomenurosvlx peyenmopos (ATX Aumueunepmenszusnvie cpedcmea OJisi NeUeHUsl Ne2OUYHOL
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apmepuanvroi eunepmensuu) (ADP). VYposenv mouesoti kuciomvr modicem Obimb MapKepom
msaxcecmu CH, 00Hako modxcem nosvluiamsbcs u Ha pone mepanuu OUypemuKamu.
PekoMeHyeTcss MCClIeJOBaHHE YpPOBHS Kelie3a CHIBOPOTKH KPOBHU, HCCIEAOBAHUE YPOBHS
dbeppuTHHA B KPOBH, HCCIEAOBAHHME HACHIIICHHUS TpaHCcheppuHA KEIe30M y MalUueHTOB C
cuHApoMoM Diizenmenrepa, npu JII' ¢ pa3BuTHeM aHeMuu B paMKax MEPBUYHOTO 00CIIEIOBAHMUS,
IpU MOCTYIUICHUHM B CTAallMOHAp W B Mpollecce AMHAMUYECKOTO HAOMIOACHUS Kaxiable 6-12
mecsies [6, 12, 16, 47, 49].

PKO IC (YYPC, YA 5)

KommenTapuii. /Kenezodepuyumuoe cocmosinue Habarodaemes noumu y nOJL08UHbL NAYUEHMO8
¢ cunopomom Duzenmenzepa u UJIAL [6, 15, 48].

Bcem mammentam JIAD, mnomydaromum Jedenue ADP  (amOpumseHTana**, Oo3eHTaHa™*,
MaruTeHTaHa**), PEKOMEHTyeTCS eKEeMECSIIHOE oTpeiesicHUe AKTUBHOCTH
acnapraTaMHUHOTpaHc(epasbl U aJaHHHAMUHOTpaHchepa3bl B KPOBU Ui OLIEHKH 0€30MacHOCTH
Tepanuu [6, 12].

EOK IC (YYP 5, Y1 C)

KommenTapuii. @ynxyuonanvhvie neueHoOYHble Mecmvl MO2YM NOGLLUAMBCA HA (hOHe mepanuu
ADP [16, 47, 49, 50].

Bcem mnanuentam JIAID, nonyuatomum seueHue ADP (amOpuszeHtana*™*, OGozeHTaHa™*,
MaluTeHTaHa**), peKOMEHIYeTCs eXKEMECIUYHOE UCCIIEOBaHUE YPOBHS 00IIero reMoriioonHa B
KPOBH JIJIS OIIEHKHU Oe30macHoCTH Tepanuu [6, 15, 16].

EOK IC (YYP C, Y1 5)

KommenTapuii. Mccrnedosanue yposns obueco cemociobuna 6 Kposu s67semcs 0053amenbHbim
mecmom Ha Qoue nevenus AP, mepanus xomopwvimu 0o 15% cayuaes ocnodcHsemcs
CHUDICeHuem yposus cemoznoduna [6, 12, 49, 50].

Bcem marmmentam ¢ JIIT pekoMeHOBaHO BBHITIOJHEHHE KOAryJOTpaMMbl (OPHEHTUPOBOYHOTO
WCCJIEIOBAHMSI CUCTEMBI T€MOCTa3a) (aKTUBUPOBAHHOE YACTHUYHOE TPOMOOIIIIACTHHOBOE BPEMs,
ompeiesieHue MPOTPOMOMHOBOTO (TPOMOOIUIACTUHOBOTO) BPEMEHH B KPOBH WJIM B IIJIa3Me,
ompeziesieHue KOHIICHTpauu J[-1uMepa B KpOBH, HCCIIeI0BaHNE YPOBHS (MOPUHOTEHA B KPOBH,
ompejieieHue aKTUBHOCTH aHTUTpomOuHa III B KpoBU), ompeneneHrne MEXIYHapOTHOTO
HOopManu3oBaHHoro oTHomenus (MHO) B pamkax mnepBUYHOrO oOcienoBaHUs, TNIpU
MOCTYIJIECHWH B CTallMOHAp W Jajee Kaxiable 6—12 mecsneB Uil AUArHOCTUKU HapyIICHUH
remMocTasa u MporHo3a prcka KpoBoteueHwii [15, 16, 44, 47].

PKO IC (YYP C, YU 5)

26



Pexomennayercs wucciemnoBanne ypoBHS cBoOomHoro TtpuiiontupornnHa (CT3) B kposw,
uccienoBanue ypoBHs cBo06ogHoro TupokcuHa (CT4) cbIBOpOTKH KPOBH, UCCIIEIOBAHUE YPOBHS
tupeorponHoro ropmona (TTI') B kpoBu y Bcex nanuenTos ¢ JII' npu nepsuyHOM 00CiIe10BaHUN
JUTSL BBISIBJICHUS TTIATOJIOTHH IIUTOBUIHOM JKEJIE3bl M MIPH YXYALICHUN TeueHust 3a0omeBanus [15,
16, 17, 47, 48].

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

KommenTtapuii. ¥ nayuenmos c JII' yacmo ecmpeuaromes 3a001e8anust WiumosUOHOU JHcele3ol.
Ilamonoecusa wumosuoOHoU dHcenesbl Moxcem 3ampyoHams OUASHOCIUKY U JleYeHUe NayueHmos
JII' unu yxyowamse meuenue 3abonesanus [49,51].

PekoMenayercsi ompeneneHue COACpKAHUS aHTUTEN K  KapAUOJIUIMHY, aHTUTEN K
dochomununam, anTuTen K Oera-2-TIMKONPOTEHHY B KPOBH y IMALMEHTOB C MOJO3PEHUEM Ha
XTOJIT nns BeisiBieHus pakropos pucka [15, 16, 44, 52].

PKO IC (YYP C, Y1 5)

PexoMenayercsi onpeneneHue coiepKaHus aHTUTEN K aHTureHam siapa kietku u JJHK y Bcex
narueHToB ¢ nogo3perueM Ha JIAT s uckiarouenus acconuaruu ¢ Ct3CT [6, 16, 17, 49].
EOKIC (YYP5, Y11 C)

KommenTapuii. V nayuenmos ¢ JII' docmamouno uacmo 6cmpeuaemcs nogvluleHue
aHmuHyKieapuvlx aumumen 6 nuzkom mumpe (1:80). Juacnocmuueckum mumpom onpeoenenus
AHMUHYKIEAPHBIX AHMUmMel Memo0OM UMMYHOGI0oOpecyeHyuu cuumaemcs mump > 1:160, npu
KOMOpoM cliedyem OYeHumsv CHeKmp aHMUsO0epHulX aHmumen 8 yensx ougghepeHyuanbHou
ouacnocmuxu  CCJl unu  nepekpecmumoco  cuHOpoma, Komopvle Haubolee  4acmo
manugpecmupyrom JII' [6,16,47,49].

Pexomennyercs uccienoBanyue ypoBHs HaTpuilypetuyeckoro nentuaa Mo3rosoro (BNP) nmu N-
TEPMHHAIIBHOTO (parMeHTa HaTpuilypernuyeckoro mnponentuga moszrosoro (NT-proBNP) B
KpoBH Yy Bcex manueHToB ¢ JIAI B pamkax mepBUYHOTO OOCIENOBaHUS M Janee Kaxkiasle 6—12
MECSIICB C IEIbI0 CTpaTH(UKAIMK pUCcKa cMepTHOCTH [6, 16, 17, 49, 50].

PKO IC (YYP 5, ¥ C)

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

Bcem manumentam JII' ¢ aHemMuel TsDKENOM WM CPEIHEW CTENEHW TSKECTH, a TaKKe IpH
MOJIO3PEHUH Ha KPOBOTEUYEHHE DPEKOMEHJOBAHO OIpE/EJIeHHE OCHOBHBIX TPyNI KPOBU IO

cucreme ABO, anturena D cucremsl Pesyc (pe3yc-¢akrop), peHoruna no anturesam C, c, E, e,
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Cw, K, kK u ompeziesieHne aHTHIPUTPOLIUTAPHBIX AHTUTEN MPU TOCTYIUICHUH B CTAIlMOHAD IS
pEIICHHS BOIIPOCA O MIEPETMBAHUHU OJHOIPYIIIIOBOM PUTPOLIUTaApHON Macchr [15, 16, 48].

PKO IC (YYP C, YA S5)

Bcem manpientam ¢ JII' pekomenaoBano omnpenenenue anturena (HbSAQ) Bupyca remaruta B
(Hepatitis B virus) B kposu, antuten k Bupycy remarura C (Hepatitis C virus) B kpoBu, aHTHTEI
K Onexnoii Tpermoneme (Treponema pallidum) B xpoBu, antuten kmaccoB M, G (IgM, 1gG) k
BUpYyCy UMMyHoOeduuuTa yenoseka BUY-1 (Human immunodeficiency virus HIV 1) B kpoBu,
antuten kiaccoB M, G (IgM, 19gG) x Bupycy ummyHonedunuta yenoBeka BUY-2 (Human
immunodeficiency virus HIV 2) B kpoBu B paMKax IEpBHYHOTO OOCIECIOBAHHS H IIPU
MOCTYIIJICHUHU B cTaionap [15,16, 48].

PKO IC (YYP C, YA S5)

Kommenrtapuii. [lpu Kkiunuuecku 3HAYUMBIX OMKIOHEHUAX J1AOOPAMOPHBIX — MeECmos,
xapakmepuzylowux QyHKYuro neyeHu, Heooxooumo npo8ooUms cepoOUAZHOCTIUKY 2eNAMUmMos
0J1 UCKIIOYEHUSI NOPMONYIbMOHANbHOU cunepmenzuu. Onpedenenue anmumen xknaccos M, G
(IgM, IgG) k supycy ummynooepuyuma ueroeexa BUY-1 u BUY-2 6 kposu Heobxooumo 0.4
ucknouenus accoyuayuu JII' ¢ BU9-ungpexyuer [6, 16, 48].

2.4, UHCTpyMeHTAJIbHbIE THATHOCTHYECKHE HCCIeI0BAHUS
DJleKTpoKapauorpagpus

Pexomenpayercsi peructpanus saektpokapauorpammbl (OKI') Bcem manumentam c JII' mpu
MePBUYHOM 00CIIeIOBAaHUHU | B TIpOIlecce JHHAMUYecKoro Habmoaenus [15, 16, 17, 44, 48].
PKO IC (YYP A, Y1 2)

KommenTtapuii. Tunuunvivu npusnaxamu JII' na KT aensaiomces: omkioHenue 31eKmpuyeckoll
ocu énpaso, «p-pulmonaley, npusnaxu cunepmpoguu u nepezpysxu IK, 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 4yecmseumenvnocms (55%) u cneyuguunocmo (70%) ona npumenenus
C yenvio CKpuHuHea, mozoa Kaxk nepecpysxa IDK sasnsiemcs 6onee uyscmeumenbHvim nPUHaKom
[54]. Pacwupenue wxomniexca QRS u yonunenue ummepsanra QTc ceudemenvcmsyrom o
maxcecmu  3a00/1€6aHUs U  ACCOYUUPOBAHbL C HeOaazonpusmusim npocnoszom JII' [55].
Haoowcenyoouxosvle napywenus pumma uawe 603HUKAIOM 8 OANEKO 3auedulux cmaousix
3abonesanus, npueods Kk dexomnercayuu aerenuti CH [6, 56]. YV 25% nayuenmos c JIAI 6

meyenue 5 nem HAOI0OeHUs Pe2UCmPUpPYIOMcs mpenemanue uiu Guopuiisiyus npeocepoultl,
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3HAUUMENbHO YXyoulauwjue npocHO3 NAYUEeHMA NPU HEBO3IMONCHOCIU B0CCMAHOBIIEHUS]
cunycosoco pumma [6, 12, 15]. Hopmanvnas DKI' ne ucxnouaem nanuuue JII, oonako npu
couemanuu neusmernenrnou IKI ¢ nopmanvrvimu yposuamu buomapkepos (BNP/NT-proBNP) y
nayuenmos ¢ nooospenuem va JII' unu gpakmopamu pucxa JII' (nanpumep, nocie ocmpoui TOJIA)

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

PenTrenorpadusi opranoB rpyJiHOM KJIETKH

Pexomenyercsi mpoBeaeHHE MPULICIBHOM PEHTreHOrpaduu OpraHoB TIPyIHOW KIETKH BCEM
naruerTam ¢ JII' mpu nmepBUYHOM OOCIIEOBAHHH ISl YTOUHEHUS TIPUYUHBI 3a00JIeBaHUs, TIPU
TOCIHUTAIM3AIMK U B IIPOIECCe JMHAMUYecKoro Habmoaenus [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 Ill) unu 3acmotinvle aenenus npu
3a001e8anUsX 1e6blx omoenos cepoya (epynna Il), a maxoice cneyuguueckue npusHaku psioa
peokux 3abonesanuti [45, 49]. V 90% nayuenmos HJIAI na momenm nocmanoeku OuacHosa
BBIABNIAIOMCA NAMOolocuYecKue usmenenus 8 euoe ounamayuu cmeona JIA (Il oyea no neeomy
KOHmMYpY cepoya), 06eOHeHUs1 1e20UH020 COCYOUCMO20 PUCYHKA, PACUUPEHUsT NPABLIX OMOEN08
cepoya [16, 18, 47]. Taocecmv JII' modicem He KoOppemuposams CcO CMENeHblo

PEHMCEROTI0CUHUECKUX UBMEHEeHULL.

KomnexkcHoe HCCJICAOBAHUC (l)yHKHPlI/I BHCIIHEI0 JbIXaHUA MU QaAHAJU3 T1a3oB

apTepuajbHON KPOBU

PexomeHtyeTcsi MPOBOANTH HMCCIICIOBAHUE HECIPOBOIIMPOBAHHBIX JIBIXATEIBHBIX OOBEMOB U
noTokoB AU Py3nOHHONM CMOCOOHOCTH JIeTKUX BceM manueHTam ¢ JIIT mpu mepBUYHOM
00CIIeZIOBaHUY U YXY/IIIICHUN TEUCHUS 3a00JIeBaHUS ISl UCKITFOYCHUS ITATOJIOTHH JIETKUX [6, 12,
15, 38, 45].

EOK IC (YYP C, Y/ 5)

PexomeHyeTcst MpOBOIUTH UCCIICA0OBAHUE KUCIOTHO-OCHOBHOTO COCTOSIHUS M Ta30B KPOBH BCEM
narrentam JII' ¢ apIxaTenbHBIMU HAPYIICHUSMH TPU IEPBUYHOM OOCIICIOBAHUH U YXY IIICHUH
TeueHus 3aboseBanus [6, 12, 15, 44, 48].

EOK IC (YYP C, Y1 5)

KommenTapuii. Oyenxa @yuxkyuu eHnewnezo Ovixanus (DBJ]) - uccnedoganue
HeCnpoOBOYUPOBAHHLIX  ObIXAMENbHLIX 00beM0o8 U  nomokos (cm. Cnucox coxpaweHui)

HeobXx00UMO OJISl 6bIAGNEHUS NAMON0UN TeSKUX U OYEHKU ee mAdcecmu. XOEJY, Kak npudura
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eunokcudeckou JII', ouazcnocmupyemcs npu HAIU4dUuu HeoOpaAmumMuvlx OPOHX00OCMPYKMUBHBIX
USMEHeHUll, 4acmo 8 COYemaHuu C YeluyeHueM OCmamo4yHo2o0 obvema JeesKux npu
boounnemuzmozpaghuu u 603modxcuvim crhudxcenuem DLCO. Ilpu ananuze 2azoeoeo cocmasa
apmepuanvHol Kposu y nayuenmos ¢ XOBJI xapakmepno cHudiceHue napyuanibHo20 0deieHUs.
Kucnopooa 8 apmepuaivhou kposu (PaO2) npu nHopmanbHOM UlU NOGbIUEHHOM NAPYUATLHOM
oasnenuu y2nekucio2o 2aza 6 apmepuaiviou kposu (PaCOz2) [36, 47]. Tsocecmob smepuzemol
uw/unu U3J1 oyenusaemes ¢ nomowwto komnviomeprou momozpaguu (KT) opeanos epyonoil
nonocmu. Couemanue sm@puzemvl U Guopo3a 1ecKux Moxcem npusooUms K NCe800HOPMAIbHOL
Kapmune npu evlnoaHenuu cnupomempuu, npu smom DLCO ocmaemcs CHUMCEHHOU, 4mo
mpebyem KOMNJIEKCHOU OYeHKU KAaK pe3yibmamos (YHKYuu JieeKux, mak U OaHHbIX Memooos
suzyamuszayuu O UCKTIOYeHUs ouasHocmuyeckux owubox [58]. 'V  nayuenmos JIAI
onpeoensiemcsi 1e2Kkoe Ul YMEpeHHOe YMEHbUIeHUE JIe20YHbIX 00beM08, aCCOYUUPOBAHHOE C
msaxcecmoio 3abonesanus;, DLCO cHudicaemcs ecreocmeue GeHMUNAYUOHHO-NEPPY3UOHHO20
oucbananca [15, 57]. Huskuii yposenvs DLCO, ocobenHo 6 couemauuu cO CHUMNCEHUEM
obIxamenbHblx 006vemos, modxcem ceudemenbemeosams 06 accoyuayuu JIAI ¢ CCl], a maxorce
mpebyem oughghepenyuanvrozo ouacnosa ¢ U3JI (epynna Ill) u JIBOK [16, 18]. Kpatine nuzxuil
yposerv DLCO y nayuenmos c JIAI', onpedenennviii kax 45% om 0ondicHozo, accoyuuposau ¢
ninoxum npoenozom [12]. Ilpu ananusze 2azo8o020 cocmasa apmepuanvHol Kposu y 6oavHulx JIAL
PaO2 & nokoe ocmaemcs 6 npedenax Hopmel unu Heckoabko chudxceno, PaCO2 cnuoiceno

scieocmaue anbeeoIAAPHoU eunepeenmunayuu [49].

Ixokapauorpapus

PexoMeHtyeTcst poBeeHNE TpaHCTOpaKkaabHOM sxokapanorpaduu (OxoKI') BceM marnueHTam ¢
nono3peHreM Ha Hanuuue JI[' B kayecTBe CKPUHUHTOBOTO HEWHBA3MBHOTO THATHOCTHYECKOTO
UCCIICIOBaHMS U B TIPOIIECCe JMHAMUYECKOTro HaOmoaeHus [6, 12, 15, 16, 18, 44, 49].

EOKIC (YYP C, Y1 5)

Kommenrapuii. OxoKI™ signsemcsi eQuncmeeHHbiM Haubolee uHGOpMamueHbM HeUHBAZUGHBIM
OUASHOCTNUYECKUM MEMOOOM OISl CKPUHUH2A OONbHBIX ¢ N0Oo3peruem Ha JII'. Bre 3asucumocmu
om smuonoecuu JII' npusooum x nepeepysxe IDK Oaenenuem u ezco oucgynxyuu. IxoKI
N0380.J5em NOAYUUMb UHDOPMAYUIO 0 MOPPOI02UU NPABLIX U NEBbIX 0OMOeN08 cepoyd, PYHKYUU
IDK u JDK, cocmosHuu Kianawos, a makdice HEUHBA3UBHO OYEHUMb HEKOmopbie
eemoounamudeckue napamempul ([{J14, oasnenue 6 I111, yoapusiii oo6vem (YO) IDK, CB). OxoKI’
MaKice SAGIAeMCs YEHHLIM UHCIPYMEHMOM, C NOMOWbIO KOMOPO2O BO3MONCHO GbIABUMb

NPUYUHY NPEOnoaazaemoll Ui yice noomeepicoennou JII, nanpumep, 6 ciyyasx 3aboonesanuil
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qesvix omoenos cepoya unu BIIC. Tem ne menee, OxoKI' ne mooicem ucnonvzosamvcs 07
sepuchuxayuu ouaernosa JII', ons smozo mpebyemcs npogeoenue upe3eeHo3HOU Kamemepusayuu
cepoya (YBKC). V nayuenmos ¢ ycmanosiennvim ouacnozom JII' OxoKI' nokaszana ¢ yenvio
oyenku npocnosa (npu JIAI) u Ounamuueckoco HabnoOeHus 3a nayueHmamu Ha ¢oue
nposooumoti mepanuu [15, 16, 44, 48, 59].

Ilpunumas 6o eHumanue cemepocenuyto npupooy JII' u ocobyro eceomempuio IDK, nonamuo
omcymcmeue eounozo IxoKI -napamempa, Komopwlii Moz 661 00CHMOBEPHO CEBUOEMENbCIBO8AMb
Kax o Hanuuuu JII, max u 06 smuonoeuu 3a6o0nesanus. B cea3u ¢ smum mpebyemcs KOMHIEKCHOe
IxoKT -uccnedosanue, memoouueckue acnekmsl NPOBeOeHUs: KOMOpPo20 NOOPOOHO U3NOINHCEHBL 8
coomeemcmeayrouwux pekomenoayusx u nyoauxayusx [60-64]. Haubonee ungopmamuenvimu
OxoKI-napamempamu ona ouacnocmuxu JII' aenaiomcsa  nukoeas CKOpocmv NOMOKA
MpUKycnudaivHou pecypeumayuu (Vmp) u ee npouzsoomnsvie (NuUK08blll CUCIOIUYECKUL 2PAOUEHN
oasnenusi Ha mpukycnuoanrohom knanaue (TK) u pacuemmuas eenuuuna cucmoauveckozo /{JIA
(pCIJIA) [65, 66]. C yuemom nemounocmu neunsasuenoil oyenku oaeienus 6 I1I1 ¢ nomowwio
OxoKI' [67] u ysenuuenus owubKy usmeperus npu UCnoib308aHUU NPOU3BOOHLIX NEPEMEHHBIX
om cKopocmu mpuKycnuoanibhou peyepeumayuu [68, 69] 6 nacmosawux pekomeHoayusx, Kaxk u 8
pexomenoayusax EOK [I2], 6 kauecmege kitouesoco napamempa O0nsi oyenku OIxoKI—
sepossimuocmu JII' ucnonv3oeana nukosas ckOpocms HOMOKA MPUKYCRUOATbHOU pe2ypeumayuu
(Vmp). Beposmuocmuwiii nooxoo k IxoKIl-ouaenocmuke JII' pexomenoyemcs monvbKo npu
00cne008anuu nepsuyHbIX OONILHBIX (00 NOOMEepIHcOeHUs ouacHo3a). Bepoamuocmo y nayuenma
JII" oyeHusaemcs Kax HU3KAs, CpeoHAs Wil 8bICOKAS, 8 3AGUCUMOCMU OM NUKOBOL CKOPOCMU
HOMOKA MPUKYCNUOANbHOU pe2ypeumayuu (onpeoensemcs ¢ noMoubo NOCMOAHHO-80IHOB020
O0ONNIEPOBCKO20 UCCNe008AHUSL) U HAIUYUSL OONOIHUmMenbHblx IxoKI -npuznaxose co cmopomsi
aHrcennyoouxos cepoya, JIA, a maxoce nudicreu nonotu éenvt (HIIB) u npasozo npedcepous (I111)
(Tabn. 4 u 5).

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

sxoKapauorpapuu
CKopoCTh TpHUKYCHUAAIBHON Hamnune pomosiHUTENBHBIX Bepositrocts JII' 1o
perypruTtaiuu, M/c Ox0oKI'-npusnakoB nanHbM OxoKI
< 2,8 WU HE U3MEpSIeTCs HET HHU3Kas
< 2,8 WK HE U3MEPSIeTCs na* cpenHss
2,9-3,4 HET cpenHsis
2,9-34 na* BBICOKas
> 3,4 He TpeOyercs BBICOKAsI
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[Tpumeuanue: * HEOOXOAMMO HATMYHUE TONOTHUTENbHBIX MPU3HAKOB KaK MUHUMYM U3 2 pa3HbIX

Kareropuii (co ctoponsl xenyaoukos/ JIA/ HIIB u I1IT)

Ta6aunma 5. [lononHHUTENbHBIE dXOKapAuorpaduuecKkue MPU3HAKK, TOBBIIIAIOIINE YPOBEHb

BEPOATHOCTHU JIETOYHOH THIICPTCH3UHU B JOIMOJJHCHHUE K UBMCPCHHUIO CKOPOCTHU TpHKYCHHHaHBHOﬁ

perypruranuu
Kenynouku Jlerounas aprepus HrokHsAs 1os1ass BEHa M IIpaBoe
npeacepane

Bpewms yckopenust kpoBoroka B [[{luamerp HIIB >21 wmMMm B
CooTHoOLIEHHE  JUaMETPOB

BbIHOCsILEM TpakTe [IDK COYETAaHUU C YMEHBIIIEHUEM
[1PABOT0/JIEBOTO KEITYJOYKOB o

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

CpeAHECUCTOINYECKast BbleMKa |(DOPCUPOBAHHOM BJIOXE MIIU
cermMeHToB > 1,0 o M

(3a3y0OpuHa) < 20% 1pu CIIOKOMHOM BJIOX€)
YiulomeHue [Tnomans mpaBoro mnpeacepaus
MEKIKEITYJOUKOBOM >18 cm2

CxopocTb MOTOKA

[ePEeropoiKu (uHOEeKC
HKCLIEHTPUYHOCTHU JIEBOIO
xenyaouka > 1,1 B cucromy
WU B CUCTOJIY ¥ IMACTONY)

eryprutaiun Ha JIK B Hauaste (u3MepsieTcs B KOHIIE CHCTOJIBI)

TMacToiel > 2,2 M/C

nUaMeTp JISTOYHOI'O CTBOJIA >

OTHOIICHHUC HAMETDA KODHS AG
TAPSE/pCIUIA <0,55 wmm/ [ pa Kop
MM PT. CT. JTUaMCTP JICTOYHOI'0 CTBOJIA

> 25 MM

[Ipumeuanue: agantuposano [12]: JIK — nerounsiii knanan; Ao — aopta; HIIB — HixHss nonas Bena; TAPSE (Mm) — cucronundeckas 5KCKypcus

brbpo3HOro KoNIbIA TpHKYcIMAambpHOTO Kianana; pCIJIA (MM pT. c1.) — pacdeTHas BenmmunHa CJIJIA mo marHbM DX0KI

B cnyuyae nuzkoil BepostHocTH JII' pekomMeHayeTcsl MOMCK JIPYruX HpPUYUH, OOBICHAIOIINX
CUMITOMATUKY y MallMeHTa UK HaOJ0ieHHe (€CIU TaKOBbIE HE YCTAaHOBJIEHBI); IPU CPEIHEN 1
BBICOKOU — HanpasieHue Kk crenuanucty o JII' (Puc.1. Ilpunoxenne b1 ).

BaxxHo oueHuBarh noiydeHHble pe3ynbTaTel OXOKI' B kiamHMueckoM KoHTekcre. Ilommumo
OxoKI'—napameTpoB, ypoBeHb BeposTHOCTH JII' moBblmaeT Hamuuue y OO0JIbHOTO (haKTOpOB
pucka JIAT (C3CT, ocobernno CCJI; noprameHo# rumnepren3nn; BUU-nnbeknnm; ceMeiiHoTo
anamue3a JIAT) u XTOJII' (TOJIA B aHaMHe3e;, HaaU4Me HWMIUIAHTUPOBAHHBIX
BHYTPHCOCYJMCTBIX YCTPOMCTB B MpaBbIX OTAENaX CepJla; BOCHAIUTEIbHBIX 3a00JIeBaHUI
KHILIEYHNUKA; ICCEHLHAIbHOW TPOMOOLMTEMHUH; CIUICHIKTOMHUS B aHAMHE3€, TOpMOHaJbHas
3aMEeCTUTENIbHAs Tepanusi TOPMOHAMM UIMTOBHUIHOW JKele3bl B BBICOKHMX J03aX; HaJM4He
3JI0KQUeCTBEHHBIX HOBOOOpa3zoBaHMi), dYTo TpeOyerT Oosiee THIATEIBHOIO MOAXOJda K
o0cIieZIOBaHUIO U HAOIIOIEHUIO 32 ATUMHU KaTeropusiMu 60sbHBIX [12]. HecMoTpst Ha KpUTHKY B
MOCJIeTHEEe BpeMsi B OTHOIIIEHWW HenHBa3uBHOU oreHkH JIJIA ¢ momompro OxoKI', pacuerHas
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BenuunHa CIJIA (pCHJIA) Ha NPOTSHKEHUH MECATUIIETHH OCTAeTCS HEOTHEMJIEMON YacCThIO
crangaptHoro IxoKI'- nporokomna [60, 70].

Pacuer CIIUTA ¢ nomonibto OxoKI' ocHOBBIBaeTCS Ha ONpEAEIEHUN TMKOBOM CKOPOCTH ITOTOKA
TPUKYCIUJAIBbHON peryprutauuu (VTp) U UCIIOJIb30BAHUM YIPOLIEHHOTO ypaBHeHuUs: bepHyiu
B couertanuu ¢ oneHkoil paBiaenuss B IIII. Ilo ynpomenHomy ypaBHeHUIO bepHym
paccumThIBaeTCs cuctonmueckuii rpaaueHT AasiaeHus mexxay [DK u TIIT: ITel' itk=4 x VTp 2; rae
[IcI'ITk — NUKOBBINA CHUCTONMYECKUU rpaaueHT aaBiieHus Ha TK (= cucronnueckuil rpaJueHt
nasiienust Mmexxy [DK u I1IT). lasnenue B I1I1 ([mm) MokeT OBITh pacCYMTAaHO ITyTEM U3MEPEHUS
nuamerpa HIIB u ero m3menenus B 3aBucumoctd oT (a3 asixanus: nuamerp HIIB <2,1 cm u
cnajsieHue Ha (opcupoBaHHOM Bioxe >50% CBUAETEILCTBYIOT 0 HOpMaibHOM naBieHuu B 1111,
paBHOM 3 MM pT. cT. (B npeaenax 0—5 mm pr. ct.), Toraa kak nuametp HIIB >2.1 cM u cnanenue
Ha (opcupoBanHoMm Broxe <50% wimm <20% npu CHOKOWHOM BIOXE TOBOPAT O BBICOKOM
nasienuu B [1I1, pasHoMm 15 mm pT. cT. (B mpeaenax 10—20 mm pt. cT.). B cinyuae, korna nuamerp
HIIB u ee cnageHue Ha BIOXE HE COOTBETCTBYIOT 00O3HAYEHHBIM HHTEpBAIaM, MOXET OBITh
MCIIOJIb30BAHO MPOMEKYTOYHOE 3HAUYCHHE, paBHOE 8§ MM pT. CT. (B mpeaenax 5—10 MM pt. CT.).
ITpu otcyrcTBUM 0OCTpyKuMu Ha myTsx orroka u3 IDK (cyxkxenus BeiHOCsmero tpakrta DK,
JIETOYHOTO CTE€HO3a, B T. Y. HAJKJIAMaHHOIO) CHUCTOJIMYECKOE JaBIICHUE B MPABOM HKEIyI0YKe
CUMTAIOT YCJIOBHO PaBHBIM CHCTOJIMYECKOMY JaBJICHHMIO B JIETOYHOW apTepuu. B sTom ciydae
¢dopmyna i pacuera C/JIA cnenyromas: pCHJIA=IIcI' Atk +/lnn. Bepxuuii npeaen HOpMbI
pacuerHo# Bemmurabl CIJIA (pCIAJIA) Haxoautest B auanaszone 35 - 40 mm pT. ct. [60].

B xpynHOM OIHOLIEHTOBOM HCCIIEOBaHMM [71] ¢ BBICOKMMH KOMIIETEHUUSIMU B IIPOBEICHUH
Ox0KI" Ha koropre 1695 nauuenTtos (72% u3 HUX ObLIM ¢ paznuyHbIMU opmamu JIT') BeIsBIEHA
xopomrast koppemsiiust mexay pCHJIA mo DxoKI' ¢ CHJIA mo manueim UBKC. B sTom
HCCJIEIOBAaHUM TaKXke OblL1a onpezaeneHa noporosas senuunHa pCIAJIA=36 mm pT. cT., KOTOpas
coorBercTBOBana cp/lJIA=25 mm pr. cT. o nanusiM UBKC, ¢ xopomumu xapakTepuCcTUKaMU
JUIS. HEMHBa3UBHOT'O JMAarHOCTMYECKOIO TecTa (4yBCTBUTENBHOCTb—87%; ciennpuanocts—79%;
IIPOrHOCTUYECKAsl 1IEHHOCTh MOoJIoKUTEIbHOro (91%) u orpunarensHoro (70%) pe3yiabTaTos;
IMarHoctryeckas To4yHocTh — 85% mis BewBienwst JII'. Ilo mamneiM MetaaHanmsa 27
uccienoBanuii [72], B kotopsix npoBoamiock cpapuenne pCIJIA u CIJIA no nanasim UBKC,
o0II1e YyBCTBUTENIBHOCTh U crieruduuHocTs gonmiep-OxoKI' B auarnoctuke JII' coctaBumu
85% n 74%, COOTBETCTBEHHO, a OTHOIIICHHUE ITPABIOIOI00HSI TIOJIOKUTEIIBHOTO pe3yibrara — 3,2.
B cmyuae moporoBoit Bennuuubl pCIJIA >35 mm pr. cT. (B cybananu3 Bouuio 4 uz 27

UCCIIEIOBaHMI) UyBCTBUTEIBHOCTD BO3pocia 10 92%, a cnenuduyHocTh cocTaBuia 65%.
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Takum o6pazom, B Hopme pCIIJIA <36 mm pt. ct. IIpu onpenenernnn pCIIJIA crnemyeT moMHUTB,
KaK 0 BO3MOXKHOCTH €€ HEZOOICHKH (MaJbIi, TM0O0 CIUIITKOM OOJIbLION 00beM TPUKYCIUAATBHOM
peryprurtaium, HeCOBIaIeHUE HAIIPABJICHHUSI CKAaHUPYIOIIETro Y 3-Iyya C HallpaBJICHUEM MOTOKa
pEerypruTanyu U 1p.), TaKk U NepeoueHKH (Tpu OOJBIIOM CepJeYHOM BHIOpPOCE y MAIMEHTOB C
3a00JIeBaHUSMU MEYEHU WJIM MPU CEPIIOBUIHOKICTOUYHON aHEMHUHU; HEBEPHOU OIEHKE MUKOBOM
CKOPOCTH T10 CIIEKTPY MOTOKA TPUKYCIUIATBHOU peryprutamnun) [12].

[lTanmentam ¢ paHee ycraHoBiieHHbIM auarno3oM JII' B mportokone IxoKI'-uccnenoBanus
cnenyet pukcupoBath Hanumaue npuszHakoB JII' ¢ ykazanuem Benmannbl pCJIJIA, 9To qocTaTouHO
JUIsL TIEpBUYHOrO 3BeHA 3apaBooxpaHeHus. B skcmeptHbix mnporokonax IxoKI moryt
YKa3bIBaTbCsl JIONOJIHUTENbHbIE pacueTHble BenuuuHbl JIJIA: cp/lJIA, paccuntaHHOoe Kak 1O
notoky TP, Tak u mo moroky JIP; JIJIJIA, a takxke JI3JIA, paccuurannoe no ¢gopmyine Nagueh
[74]. Beimeyka3aHHBIN AMArHOCTUYECKUN anropuT™ 1o BeisBieHuto JII' ¢ momorisio IxoKI', k
COKalICHHIO, HE Bcerjga mpuMeHuM aias OonbHbIX ¢ BIIC [48, 75]. BaxkHoii cocraBisromeit
OxoKI -uccnenoBanus sBIsETCS OLEHKA COKpaTHTENbHOM (QyHkumu muokapaa DK, xoropas
onpenensier nporHo3 mnanueHtoB ¢ JII'. CokparurensHas crnocobnocts [1K omenuBaercs ¢
MOMOIIIBIO [IeIoT0 psija napamerpo: TAPSE— cuctonmdeckoit SkcKypcuu (MOPO3HOTO KOJIbIla
TPUKYCIUJATBHOTO KianaHa (MM); (pakuuonHoro m3MeHeHus rwiomiaau [DK (OUIL %),
CUCTOJIMYECKOH CKOPOCTH CMEIICHUS KOJblla TPUKYCIHUIAIBHOTO KIamaHa B PEXKUME
UMITyJIbCHOM TkKaneBou pomruieporpaduu (TAPSV wmm S°, cm/c), nmponosnbHON aedopmarmm
Muokapaa cBobomnou crenku IDK (ctpeitH, %; TexHOMOTHsS CHEKJI-TPEKMHTa), a TaKXKe,
NOTEHIMAJIbHO, ompenaeneHuss (Qpakuun  BeiOpoca (PBmx, %) ¢ nomompo 3D-
sxokapauorpaduu. J[marHocTHueckoe M MPOTHOCTUYECKOE 3HAYCHHE HMEET IKEIyJA0YKOBO-
aprepuansHoe conpspkerue [1K ¢ JIA (IDK-JIA), kotopoe xapaktepuszyeT (u3HOIOTUUECKYIO
apantauuto Gynkuuu IDK k wu3menenusm Bospactaromieil Harpy3ku B cocynax MKK (k
COTPOTUBIIEHHUIO BBHIOPOCY, T. €. K IMOCTHArpy3Ke) U sBJsieTcs Hanboliee HaIeKHBIM MapKepoM
cokpaTuMocT Muokapaa. B pytunHom OxoKI' wuccnenoBanme conpsokenus [DK-JIA
PEKOMEHIyeTCsl OIICHMBATh C TOMOIIBI0 HEWHBA3WBHOTO Cypporara 93TOTO TOKaszaTels —
otHomenust TAPSE/pCJIJIA (N>0,55) [12].

OxoKI'—mmapaMeTpbl Tak)ke BHOCST CYIIECTBEHHBIM BKJIAJ B CTPAaTH(HUKAIINIO pUCKa OOJIBHBIX C
JIAT (Ta6a.22. IIpuaoxenue b1) u nudpdepennmansusiii auarnos3 ¢ JII rpynmoer 1. Ha JIT'
BCJICZICTBME TIATOJIOTHH JIEBBIX OTJEJIOB CEpJIla YKa3bIBalOT mpu3Haku yBenuwdenus JIII,
cucronmueckon/ nuacronmaeckort nucynkimu JOK, runeprpodus muokapaa JOK u ap. (Tada.

15. Ilpunoxkenue B1) Ilpu nunamuyeckoM HabmoaeHuu 3a 6onsHbIMU ¢ JIAD Ha done JIAT -
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crienuuveckoil Tepanuu ciexyeT oOpaiiaTh BHUMaHUE HE CTOJIbKO Ha m3MeHenue pCJIIJIA
(0OBIYHO CHMIKAETCSl HECYILIECTBEHHO), CKOJBKO Ha MPU3HAKKM OOpaTHOrO PEMOJAETUPOBAHUS
npaBblX OTAeNoB cepaua (ymensmienue pasmepoB [III um IDK, ywmenblnienue crenenu
TPUKYCIHUJAIbHON perypruTanuu, uHaekca skcueHTpuuHoctu JIK), yinydmienue nokasaresnei
cokpaTuTenbHOM cniocooHocTH Muokapaa DK u yBenumuenne CB, uro Oyner cBHAETEIHCTBOM
s dexTuBHOCTH TIpoBOIMMON Tepamuu [59, 76]. Kpome Toro, cieayer MMeTh B BHJY, UYTO
camkenne CIIJIA y 6ompHbBIX ¢ JIAT BO3MOKHO He TOJIBKO B pe3yibTate cHkeHust JICC Ha ¢one
YCHEIIHOW Tepanuu, HO U NMpu yMmeHblieHNH CB u3-3a yXy/IIIeHus: COKPaTUTENbHON (YHKITUU
IDK. B ortoii cBsism HeoOxomumo oneHuBaTh auHaMuky CJIJIA y mamueHTOB TOJBKO B
COBOKYITHOCTH C JIaHHBIMHU O cOKpatutenbHoi cnocooHoctr [K u CB.

Pexomennyercs mpoBeneHHe 3SXoKapauorpaduu ypecnumieBoaHON manueHtam ¢ JII ms
UCKITIOYCHUS BHYTPUCEPACUYHBIX IIYHTOB [6, 47, 48].

EOK IIaC (YYP C, Y/ 5)

KommenTapuii. Bwiasienue BIIC — o0na u3 eadicHbix 3a0ady 6 OuggepenyuaibHo-
ouazHocmuyeckom aneopumme 6onvrozo ¢ JII, ocobenno npu nooospenuu Ha Oegpexm
MedHcnpedcepOHoll nepe2opooKu No Mmuny 0e@hekmos 6eHO3H020 CUHYCA U/UlU HaACMUYHBLU
AHOMANbHBIL OpeHadic ne20unvlx 6eH. Haubonee uacmoil npuyunou npexanuiisapuou JII'
ocmaromces cenmainbHule 0egheKmol, OMKPbIMbLUL APMEPUATIbHBLL NPOMOK, AHOMATILHBIU OPEHANC
JIe20UHbIX 6eH U Opyeue, 8 mom uucie crodxcuvie, BIIC. Taxum obpazom, IOxoKI u, npu
neobxooumocmu KT u macnumno-pesonancuas momoepagusa (MPT) cepoya u macucmpanvhbix

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

Hep¢y3uonnas cumHTHrpadus Jerkux

PekoMenayercss mpoBeneHUE CHUHTHTpaguu JIETKUX TepPy3MOHHOW B COYETAHHH CO
CHUHTUTpadHUCH JIETKUX BEHTHISIIMOHHON narrenTam s uckmouexus XTIJIT [6, 15, 16, 38,
44, 77].

EOK IC (YYP C, Y1 5)

KommenTapuii. /lnanapras senmunayuonHo-nep@y3uoHuas cyuHmuepapus 1eekux seisemcs
CKPUHUH2OBbIM ~ MEMOOOM, NO3BONAWUM UCKTIOUUMb  MpomboImboruvecku  eenes JII.
Omcymcmeue  Oeghekmos — nepgysuu  npu  HOPMATbHOU — GEHMUIAYUU — NO36071em ¢
yyecmeumenvHocmoto  90-100% npomue 51% 6 ciayuae npogedeHuss KOMNbIOMEPHO-
momoepaguueckoll aneuospagduu 1e2ounsvix cocyoos u cneyuguynocmoro 94—100% ucknroyumo

XTJIT [78].
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Pexomenayercs mpoBeneHHME TUTAHApHOW TMepdy3HMOHHON CHUHTUTPApUU JIETKUX IS
uckmoueHuss XTIJIIT nmpu orcyrctBum KT-npusznakoB XTOJII' ¥ KIMHUYECKH 3HAYMMOMN
naroJyioruu Jierkux [ 16, 44, 79].

PKO I1aC (YYP C, YI1 5)

KommenTapuii. B nawetl cmpane npogeoenue 8eHMUIAYUOHHO-NEPPYIUOHHOU cYurmuepaguu
JIe2KUX BO3MONCHO UCKIIOUUMENLHO 8 psoe (hedepanbHbiX YeHmMpOo8, NOIMOMY 8 DONbULUHCNGE
cyuaed BulNOIHAEMC NIAHAPHASL Nep@Y3uoHHAas cyunmuepaghus neekux. [na uckmouenus
JIe20UHOU NAMONI02UU BO3MOICHO NPUMEHEHUEe NPUYETbHOU PeHmeeHocpapuu opeanos pyoHoll
KIemKU UIU KOMNbIOMEPHOU momozpaguu opeanos epyoHol noirocmu. B psade uccredosanutl
ObII0  NoKAazaHo, YUMo  OOHOGOMOHHAS  IMUCCUOHHASL KOMNbIOMEPHAs  momozpaghusl,
COBMEWeHHAs ¢ KOMNbIOMEPHOU momozpaghueli 1ecKux npegocxooum no 4yeCcmeumenrbHoCmu
NIAAHAPHYIO CYUHMUSPADUIO T1eeKUX OISl UCKTIIOYeHUs. MPOMOOIMOOIULECKO20 NOPAIHCEHUS.
JIe20uH020 cocyoucmozo pycia [44, 52, T7]. Heoaeéno nosasi mexwonocus - mpexmepHoe
MAZHUMHO-PE30HAHCHOe Nephy3uoHHOe KApmuposawue — MNOKA3ANA CONOCMABUMYIO  C
nepgy3uonHol cyunmuepaghuen vyecmeumenbHocms npu ckpununee XTIJII [80].
Omcymcmeue  Oegpekmog — nepysuu  npu  HOPMANLHOU — BEHMUIAYUU  NO360AN0  C
yyecmeumenvHocmoto  90-100% npomue 51% 6 ciayuae nposedenuss KOMNbIOMEPHO-
momoepaguueckoll aneuozpaguu 1e2ounsix cocy0os u cneyuguunocmoro 94—100% ucknrouumo
XTOJII no oannvim uccaeoosanus 2007e. [78].

B 6onee nosvix uccneoosanusx (2017-2020e2.) npu cpagueruu 8eHMUIAYUOHHO-NEPPY3UOHHOU
cyuHmuepaguu ¢ KOMNbIOMEPHO-MOMO2PAPUUECcKol aneuocpaguerl J1e20UHbIX CcoCcy008 U
nepgyzuonnou KT neexux, evinoanennoii 6 pexcume ogyxanepeemuueckou KT (JIKT), 6vina
noKa3ama evicokas yyscmeumenvHocms (97%) u cneyugpuunocmo KT 6 ouacnocmuxe XTIJI
[81,82]. Taxue owce pezyromamul npu cpasuenuu nepdysunnou KT ¢ eemmunsiyuonHo-
nepgy3uonHou cyunmuepaghueli OvliU  NONYYeHvl 6 pamkax ucciredosanusi PASEP —
yyecmeumenvhocms KT cocmasuna 81,3: u 78,9% [82].

Ilpu Hego3modHCHOCMU NPUMEHEHUS 8eHMUTAYUOHHO-NEPPYIUOHHOU CYUHMUSPADUU BOZMONCHA
ee samena nepdysuonnoii KT 6 couemanuu ¢ komnvromeprho-momozcpaguieckou aneuozpagpuen
Je2ounblx cocy0os unu nep@ysuonnou MPT (npu nanuuuu y MeOUyuHcKo20 yupexrcoeHus onvbima
8 NPOGedeHUU MAKUX UCCAe08AHULL) 011 NOOMBEPAHCOeHUs. Ul uckaroyerus ouaznoza XTOJI y

nayuenmos c JII' Hesicnozo eenesa.
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Komnbrorepnass tomorpadgusi opraHos rpyAHOI MOJIOCTH "

KOMIIbIOTEPHO-TOMOrpadguyeckasi aHruorpadgusi JJero4HbIX coCy10B

Pexomenayercs nposeeHue KOMIIBIOTEPHOM TOMOIrpaguu OPraHoB I'PyJHONW MOJOCTH BCEM
narureHTaMm ¢ IpearnonaraeMoit wim noareepxaenron JII [6, 15, 16, 38, 44].

EOK IIaC (YYP C, Y/ 5)

KommenTapuii. KT moocem npedocmasumo 8axiCHYIO UHGPOPMAYUIO 0151 RAYUEHMO8 C 0ObIUKOU
u npeononazaemout/ noomeepxucoennou JII. KT-npusnaxu, yxazvieéaiowue Ha Haiuyue JII,
skatouaiom ygeaudenuvii ouamemp JIA, omunowenue JIA x aopme >0,9 u ygeruuenue npasvix
omoenos cepoya [84]. Couemanue mpex napamempos (Ouamemp JIA >30 mm, morwuna
nepeonet cmenxu IDK >6 mm u omnowenue IDK: JIDK >1) nozeonsem c 8b1coKoll 6eposiIMmHOCIbIO
ouaenocmuposams JII' [85]. Buinonnenue komnwvromepHou momoepaguu opeanos 2pyoHOuU
noioCmu no3eonsem eviagums npuyuny JII' npu uHanuuuu npuszHaKos NApeHXuMamosHo2o
3a601e6anHusl JlecKux unu usmMeHenutl, xapakmepHuvix oaa JIBOB, xk xomopulm omuocamcs
YeHmponoOYIApHble 3aMeMHeHUs. N0 MUNY «MAMO8020 CMeKIa» (KOmopbvle maxaice Mo2ym 0vimy
obnapyoicenvl npu JIAI), ymonwenue merncoonrbKo8bix nepe2opoook u aumpadenonamusi [84].
Pexkomenmyercsi mpoBeAeHHE KOMIBIOTEPHO-TOMOTPAa(UYECKON aHTHOTpaguH  JIETOYHBIX
coCcyZI0oB BceM manuentam ¢ nopospenrem Ha XTOJIT, JII' HesicHOTrO TeHe3a i yTOYHEHUS
JMarHo3a u oleHKH onepabenpHocTH [6, 15, 16, 38, 44].

EOK IC (YYP C, Y1 5)

KommenTapuii. KT- ancuozpagus necounsvix cocyoos ucnonvbsyemcs 07l 8bls61eHUs NPAMbIX UTU
koceenHuvlx npusnaxkos XTOJII". K npsambim npusHakam omHocamces 0eghekmol HanoaAHeHUs. 8 8U0e
BHYMPUCOCYOUCMBIX MANHCELl, MEIKUX NPUCMEHOUHBIX CIMPYKMYP N0 MUny mMemopau, cemeu uiu
nepemsicex. Cpeou KOCBEHHBIX NPUSHAKOB MOJICHO 8blOeIUMb 0OeOHeHUe KOHMPACIMUPOBAaHUs.
OUCMATILHO20 COCYOUCMO20 PYCA JIe2KUX, HeOOHOPOOHOEe KOHMPACMUPOBAHUe JIe20YHOU MKAHU
1O MUNY MO3AUYHOU nepghy3uu, pacuiupenue OPOHXUANbHBIX APMEPUL, HATUYUE MEHCCUCTNIEMHBIX
konnamepaneu. TounHocms OuazcHOCMUKU NOGbIULAEMCS NPU UCNOTb30BAHUU COBPEMEHHBIX
momocpagos ¢ WupoKumM 0emeKmopom, coO00eHUY CIMAHOAPIO8 NPOBEOEeHUsT KOMNbIOMEPHO-
momozpaguueckol aneuocpaguu 1e20UHbIX coCy008 € NpeonoYmumenbHulM 6bINOIHEeHeHUeM
uccnedosanusi 6 08e azvi: NYIbMOHANLHYIO (NPU NEPBOM NPOXOHCOEHUU KOHMPACIMHO2O0
cpedcmea yepes npagvle omoenvl cepoya) u apmepuaibHyro, Ymo no360.13em oyeHUumy He MoJIbKO
COCMosAHUEe 1e20UHbIX COCYO08, HO U 8bIA6UMb OONOIHUMENbHbIE HAXOOKU, HaANpumep, Haiudue
MpoMOOMU4ecKUx Macc 8 npagvlx omoenax cepoya. Tounocms unmepnpemayuu pe3ynbmanmos

3aeucum om onvsima uccvzedoeamejm, 68 2mou 653U BAOJCHYIO POJIb Uucpaent 603MOINCHOCHLb
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oucmanyuonnou oyenxu KT-uzobpasicenuii 6 sxcnepmuvix yenmpax [86, 87]. V nayuenmosg c
KAuHuweckou xapmurot ocmpou 13JIA KomnvromepHo-momozpaguueckas auveuozpapus
JIE2OUHBIX  COCYO08  MOXMCem  NomMoub  oOHapyscumev — npusvaku  XTOJI,  exaouas
svluienepeyuciennvle, a maxce cunepmpodghuio IDK, kax cneocmeaue xponuueckozo meuenus JII°
[88,89]. Buvisienenue npusznaxkos XTIJII' 6 smux cayuasx umeem 6axcHoe 3HAYeHUe, MAK KAK
MOdICem NoGIUAMb HA MAKMUKY 8e0eHUsi nayueHmos ¢ npeononazaemoii ocmpoul TOJIA. Bvinom
8 norocmu nepuxkapoa u 3a6poc KOHMpAacmupo8aHHOU KPOBU 6 NEeYeHOUHble 8EHbl ABIAIOMCA
NpeOUKmopamu Heb1a2onpusimHo20 npoehosa y boavnulx JIl' [38,44].
Komnvromepno-momoepaguueckasn aneuozpaghus 1e204nblx cocyoo8 nomozaem 8 onpeoeyenuu
onepabenvrocmu nayuenmog XTIJII, no3601is1 oyeHums JOKAIUZAYUIO U PACNPOCMPAHEHUe
MpPOMOOMUYECKO20 NOPAdHCEeHUA: HAIUYUE OKKIIO3UU OCHOBHBIX UIU 00negblx eemeeu JIA unu
npeuMyuiecmseenio nopaxcenue oucmaivhozo pycia JIA [90-92]. Komnviomepnas momocpagus
O0p2aHO8 2PYOHOU NONOCMU SGNAEMC BANCHLIM UHCIMPYMEHMOM C80e8PEMEeHH020 OUa2Ho3d
MaKo2o 2po3H020 0C10diCHeHUs baiionnou aneuoniacmuxu JIA (BAIT JIA), KaK
penep@ysuonnsvlii omex neekozo [93].

Komnviomepno-momoepaguueckas aneuocpagusa ne2ounvlx cocyoos 6 pexcmme cyompaxyuu
oaem OONOIHUMENLHYIO UHpOpMayUio 8 gude toOHbIX Kapm, KOmopble ompasxcaiom nepgysuio
JIe20YHOL MKaHU, nosvluas mounocms ouacHocmuxu XTOJII [90-92]. Dmu memoost éce uauje
UCNONIL3YIOMCSL 8 PAMKAX HAYYHBIX UCCAE008aHUL, 0OHAKO OUACHOCMUYECKAs YEHHOCb UOOHbIX
Kapm npu obcnedosanuu nayuenmos c JII' noxa ne ycmanognena.

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

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

EOK IC (YYP C, Y1 5)

KommenTapuii. Komnviomepro-momozpaghuueckas aneuozpaghus 1e204nbix cocyo008 makice
Modicem ObIMb UCNONL3068AHA OIS BbIABNEHUSL OPY2UX CEPOEYHO-COCYOUCTBIX AHOMANUL, BKIIOUAS
BHYympucepoeutble ULyHmbl, AHOMAIbHbIU OPEHANC 1e20YHbIX 6€H, OMKPbIMbIL APMepUaIbHblil

NPOMOK U Jle20uHble apmepuoseHosHvle maabpopmayuu [16, 47, 48].

MarnuTHoO-pe30oHaHCHasi TOMorpadusi cepAna ¥ MATHCTPAJIBHBIX COCY10B

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

cocyzaoB nanuentaM ¢ JII' ais ouenku crpykTypHo-(pyHKUIMOHaANBHBIX n3MeHenuid [DK u JIA mpu
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HenHpopmatuBHocTH OXOKI[T W mepen MmMOCTaHOBKOW B JIMCT OXKUJAHUS TpPaHCIUIAHTAIIUA
JIETKHUX/KOMILIEKCa Jierkue-cepaie [6, 15, 16, 48].

EOKIC (YYPC, YA 5)

Kommenrapuii. Maenumno-pesonancnas momoepagus (MPT) cepoya u macucmpanibHulx
€OCY008 MOUHO U BOCNPOUZBOOUMO OYEHUBAEeM pazmep, MOphoao2uro u PyHKyuo npeocepouil u
acenyoouxos [94-100]. Cneyuanvhvie umnyibCHvle NOCIe008AMENbHOCMU U OONOJHUMENbHAS
o0bpabomxka uzobpasiceHull NO360JAI0M OYeHUms makaice napamempul oeghopmayuu JK u IDK.
Omom memoo He C853aH ¢ IY4UeBoll HA2PY3KOLL, YMOo 8ANHCHO NPU 00C1e008anUU demell U MOLOObIX
arodei. Cneyuanbhvie UMNYIbCHbIE NOCIEO08AMENLHOCU U OONOJHUMENbHASL 00pabomxa
uzobpadicenull no38o0AOM oyenums napamempwsi Oegpopmayuu muoxapoa JDK u IDK. C
HOMOWBIO MACHUINHO-PE30HAHCHOU MOMOSpaAduu cepoya u Ma2uCmpanibHbIX COCYO08 MONMCHO
onpedensimos 00vem Kposomoka 6 JIA, aopme, nonvix éenax, umo nozeonsiem paccuumams YO
1K, svipasicennocms 8HYympucepoeuHo2o wyHmupo8arus, oo6vem pempoepaoHo2o KpoOBOMmoKd.
Bosmooichocms  ebinonuams ¢ HOMOWBIO MACHUMHO-PE30OHAHCHOU  aHeuozpaguu ¢
KOHmpacmuposanuem (00Ha obdracms) auneuocpaguu JIA, oyenusamv nep@ysuio jnecKux u
cOCMosiHUe MUOKAPOA NO OAHHBLIM OMCPOYEHHO20 KOHMPACMUPOBAHUS, NO380Asem 3d OOHO
uccnedosanue NOLYYUmMs NOIHYI0 UHGOPpMAyuio 0 COCMOAHUU cepoya U 1eeKux. ¥ nayuenmos c
nooospenuem na BIIC MPT cepoya moodicem Obimb NoJNe3HbIM MemMOOOM NpU HEOOHO3HAUHbIX
pesyiomamax  IxoKI[-uccneoosanuss u KT. Maenumno-pe3onancuas aueuocpagus ¢
KOHmpacmuposanuem (00Ha ob6aacmy) umeem c60U NEPCHeKmusbl 8 U3YUEHUU COCYOUCMO20
pycna y nayuenmos ¢ npeononazaemou XTIJII, ocobenno y bepemeHnnvix npu nooo3peHuu Ha
XpoHuyeckue mpomoOo3vl, MONOObIX NAYUEHMO8 UIU NPU HAIUYUU HPOMUBONOKAAHUL K

uUcnonb308aHuto coeourenull ooa (1251).

YJIpraCiByKOBOC HCCJICTOBAHUE OPIraHOB 6plOllIHOI71 IMOJIOCTH

PexoMenyercsi TPOBEIEHUE YIBTPa3BYKOBOIO HCCIIENOBAHMS OPraHOB OPIOIIHON IMOJOCTH
(koMILIEKCHOTO) BeeM mareHTaM ¢ JII' A71st HCKITIOYEeHHUs TATOJIOTHH TICUSHU M/WITH TOPTAIbHOM
runeprensuu [6, 15, 16, 44].

EOK IC (YYP C, VI 5)

Kommenrapuii. Yismpazeykosoe ucciedosanue Oprownotl noiocmu 0OA’CHO OblMb YaACmbio
KOMNJIEKCHO20 OUACHOCMUYECK020 00CN1e0068anUsl NAYUEHMOE C 8Nepable OUACHOCMUPOBAHHOU
JIT, ocobenno npu nooospenuu na 3abonesanue nevenu. OCHOBHOU 3a0auell AGNIAEMCs NOUCK
namoo2uy nevyeHu u/uau NOPMAibHOlU 2UNEPMEH3UL UIU NOPMOKABAIbHO20 ULYHMUPOBAHUS

(manvgpopmayus Abepnemu). Ilpu npoecpeccuposanuu JII' y nayuenmos modxcem pazgusamucsl
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emopuunas ouc@yuxkyus newenu u nouex [101, 102]. Ilpu nesacuvix pesyromamax Y3U
NPUMEHSAIOM MASHUMHO-PE30HAHCHYI0 momozpaghuio opeanos bpownou nonocmu, MPT opeanos
OPIOWHOU noaIOCmU ¢ BHYMpUugeHHviM Konmpacmuposanuem, KT opeanoe 6prownotl norocmu,
KT opeanos 6prownoii nonocmu ¢ 6HympugenHviM 60110CHbIM KOHMPACMUPOBAHUEM.

He pexomenayercst npoBeaeHre OHOIICUU JIETKUX MPU OPOHXOCKOIIMHU WM OTKPHITONH OHOMCHS
aerkoro s Bepudukanuu JIAT [6, 15, 16, 47].

EOK IIIC (YYP C, YA 53)

Tect ¢ 6-MuHyTHOH X0Ab0OOH

Bcem nmanmentam c JII' pekomenayeTcs mpoBeieHne TecTa ¢ 6-MUHYTHOM X0JIb0OH ISl OIEHKH
buznyeckoit paboTOCIOCOOHOCTH B paMKax MEPBUYHOrO OOCIEIOBaHUS, MPHU MOCTYIUICHUH B
CTaIMOHAp U B MMPOIIeCcCe TMHAMUYCCKOT0 HA0JII0IeHus Kaxapie 6—12 mecsites [6, 15, 16, 44, 48,
99].

EOK IC (YYP C, Y1 5)

KommenTtapuii. Tecm ¢ 6-munymuoti xoov6oti (TLLX) sensemcs nHauboee npocmovim Memooom
oYeHKU uzuyeckoll pabomocnocooOHoCmu nayueHmos, OONOIHAEMCs OYEHKOU 8bIPANCEHHOCU
00viuku no bopey, oannvimu nyiscokcumempuu 8 nokoe u no 3aseputenuto mecma [15, 16, 49].
Hucmanyus ¢ TIX sersnace nepsuunoli KoHeunou mouxou 8 boavuuncmee PKU no uzyuenuro
aghgpexmuenocmu JIAI-cneyughuuecxoti mepanuu [6, 12, 103]. Oonaxo 6 memaananusze 22 PKHU
He BblA81eHO 00CMOBEPHOU C853U Medcoy yeeaudenuem oucmanyuu 6 TIIX u doneocpounvim
NPOCHO30M NAYUEHMO8, 6KII04aAs CMEPMHOCMb Om  6CeX NpUyuH, HOMpebHOCmb 8
eocnumanuzayuy no nogody yxyouienus JII', mpancnianmayuu ne2kux uiu KOMniekca cepoye-

neekue [104].

JdprocnupoMeTpus

PexoMenyercs npoBefieHHE SprocnupoMeTpun BceM nanueHTam ¢ JII' 1u1st oneHku gpusnyeckoit
paboTOCIOCOOHOCTH B paMKax MEPBUYHOTO 00CIIEIOBaHNS, IPU MTOCTYIUICHHH B CTAllMOHAP U B
npoliiecce JMHAMUYECKOT0 HaOII0IeHus Kaxible 6—12 mecsites [6, 12, 15, 16, 44, 48].

EOK I1IaC (YYP C, Y1 5)

KommenTapuii. Opeocnupomempus  aensiemcsi  6aM#CHbIM — UHCMPYMEHMOM — Ons  OYEHKU
namo@u3uoI02UtecKUx Mexanusmo8, NPUSOOAUUX K CHUNCEHUIO MOJIEPAHMHOCMU K PU3U4ecKoll
Haepyske [105-107]. Koauuecmgennas oyenxa nompeOieHus KUCiopooa 6 YCI08USX
9P2OCRUPOMEMPUY OCIAEMCSL UHMESPATIbHBIM NOKA3ameem, Ompatcaouum yHKYUOHAIbHOe
coCmosiHue U KOMNEHCAMOPHbLE BOZMONCHOCMU CEPOEYHO-COCYOUCNOU, JIe20UHOU U MbIULEYHOU
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cucmem. Ilayuenmuvr JIAI umerom munuynyio Kapmuuy ¢ HUSKUM NAPYUATbHLIM Od6l1eHUeM
yenexkucnoeo eaza 6 konye eviooxa (PETCQO2), evicokum 8eHMUANYUOHHBIM IKEUBANEHMOM NO
venexkuciomy eazy (VE/VCO2), nuzkumu ruciopoouvim nyiecom (VO2/ YCC) u nuxosvim
nompebnenuem kuciopooa (VOz2peak) [105, 106]. Cuumaemcs, umo Hopmanbhas GeiuduHa
VO2peak nozeonsem ucxkmouums ouacnos JIAI' [107]. Buisisnenue nammephna xax npu JIAI y
nayuenmos XOBJI unu namonocueu n1e8vlx 0moenos cepoya yKazvleaem HA JNe20UHVIO

cocyoucmyio 6onesus [108].

‘Ipe3BeH03Haﬂ KaTeTepusanus cepana

Pexomenayercs mpoBeneHue upe3BeHO3HOH karerepusanmu cepana (UBKC) mammentam c
nogo3penuemM Ha Hanuuue JIAD unu XTOJID nus moAaTBEp KIAEHUsI IUArHO3a M ONPEeIeSICHUs
TaKTUKH Jieuenus [6, 12, 15, 16, 44, 48].

EOKIC (YYPC, Y 5)

Pexomenayerca npoogute UBKC naumentam c JII' B yCclOBUAX 3KCHEPTHOIO LIEHTPA BBUILY
CITIOKHOCTH BBIMTOJHEHHUS M MOTEHIMATBHOTO PUCKA OCIOKHCHUH, CBSI3aHHBIX C MPOLEAYpoii [6,
12, 15, 16, 109].

EOK IC (YYP C, Y/ 4)

KommenTapuii. YBKC nossonsiem eepuguyuposams 0uazno3 u oyeHums msxicecms nayueHmos
U npocHo3 3a001esanusl, AGISACL «30J0MbIM cmanoapmomy ouazcnocmuxu JII [49, 52].
IIposeoenue YBKC 6610y ClLOMCHOCIU BLINOIHEHUS. U NOMEHYUATbHBIX PUCKO8 0/ nayueHma,
CBA3AHHBIX C NPOYEOYPOU, OOIHCHO OCYUeCmEnamspcs 8 akcnepmuulx yenmpax [109]. Ilpoyedypa
YBKC uneaszusnas, 0OHAKO PUCK pA36UMUS CEPbE3HLIX OCIONCHEHUU NpU ee BbINOJHEHUU 6
9KCHEPMHBIX YEHMPAax 0080bHO HU3KUL (cMepmHOocmb, céazannas ¢ npoyedypou (0,055%). Ilpu
Hanuyuu 06pa308arus Uiy mpomoa, 1oobixX UMNIAHMUPOBAHHBIX YCMPOUCME 8 NPABLIX OMEONAX
cepoya, ocmpou  uH@ekyuu Ul  HeoOBACHUMOU  auxopaoku  nposedeHue UBKC
npomugonoxaszano. CoomHouienue pucka u nojib3ol O0IHCHO OYEHUBAMbCA UHOUBUOYATILHO Nepeo
Kadxcowvim ucciedosanuem. Haubonee onacnovim ocnosicnenuem YBKC aensemces nepghopayus JIA.
Humepnpemayusa pesynomamos YBKC Oondcna nposooumvcss 6 KOHMeKCme KIUHUYECKOU
KapmuHvl U OAHHBIX, NOJYYEHHBIX NPU NPOBEOeHUU OPYeUX OUASHOCMUYECKUX UCCTIe008aHULl, 6
ocobennocmu IOxoKI. Hueaszusnas ouacnocmuxa npogooumcs ¢ yeivilo HOOMBEePHCOeHUs
ouaenosa JIAL, oyenku cmenenu HapyuleHus 2eMOOUHAMUKU, A MaKdxice OJisl NPOBeOeHUs.
sazopeakmusHoz2o mecma y nayuenmos ¢ UJIAI, HJIAL, JIAI npu npueme nexapcme/moxkcuros

0Jis1 peuleHusl 60Npoca O 8blOOpe NAMo2eHemuUyecKol mepanuy U oyeHKu ee s¢hgekmusHocmu

[12,110].
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PexomeHayercss  mpoBemeHHE ~ UYPE3BCHO3HOW  KaTeTeph3aluu COTJIACHO

cepaua
CTaHIapTU3UPOBAHHBIM MPOTOKOJIAM C M3MEPEHUEM BCeX Mokaszareseil remoauHaMuku [12, 15].
EOKIC (YYPC, YA 5)

KommenTapuii. YBKC npogooumcs 6 nonodxceHuu Jjedxca HA CHUHE, ¢ HOCMOSAHHbIM
MOHUMOPUH2OM OCHOBHLIX (U3UONIO2UYEeCKUX napamempos. Buewnuti npeobpaszosameins
oaenenusi (Mpancovrocep) 00124ceH ObiMb 0OHYIEH 8 NONONCEHUU NAYUCHMA NeHCd HA CNUHE HA
VposHe cpeonecpyOHOU TUHUU, KOMOPAs PACCUUMbIBAemcs KaK NOA08UHA PACCMOAHUSL MeAHCOY
nepeoHeti epyOUHHOU JUHUEU U NOBEPXHOCMbIO KPOBAMU U COOMBEMCMEYem YPOBHIO J1e8020
npedcepoust y ooavuuncmea nayuenmos [111]. Cpeou umerowuxcs 8apuanmos GeHO3HO2O0
docmyna Haubonee bezonachHvim npeocmasasemcs Kyoumanvuoiil [112].

st KomMniekcHoU oyeHKU 2eMOOUHAMUKU HeoOX00UMO U3Mepumb Cledywue napamempol.
cpeonee JIIII, JIVIA (cucmonuueckoe, ouacmoaudeckoe, cpeoree), [3JIA, cepoeunviii avibpoc
(CB) (oyenxa memoodom mepmoountoyuu unu no Quky 8 Ciyuasx HaIUUUs CUCMEMHO-1e20UHbIX
wynmos), cepoeunsviii unoexc (CH), YO, necounoe u cucmemnoe cocyoucmoe conpomugienue,
HacvlyeHue KUCI0poOoM apmepuanbHOu U 6eHO3HOU KPOS8U, A MAaKdice KPO8U U3 8epXHell noaou
BeHbl OJIs1 UCKNIOUEHUs] CUCeMHO-Te20unblx wynmos (Tabn. 6). CH neobxooumo uzmepsamo

MEMOOOM MePMOOUNIOYUU ULU NPIMbIM/ Henpsambim memooom Puxa [12, 113, 114].

Tabnuna 6. 'emoimHaAMUYeCKUE TapaMeTphbl, TIoTydeHHbIe BOo BpeMs nposeaeHus YUBKC [12]

[Tapamertp ‘ HopmaiibHble 3HaYeHUS

HN3mepsiemble mapaMeTpsbl

Cpez[Hee JAaBJICHUC B IIPABOM IIpeACCpaAnn

2-6 MM pT. CT.

Cucronmnieckoe JIaBJICHUE B JIETOYHOM apTepun

15-30 MM pT. CT.

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

4-12 MM PT. CT.

CpenHee naBiieHUE B JIETOUYHOM apTepuu

8-20 MM pT. CT.

Z[aBJ'IeHI/Ie 3aKJIMHUBAHUS B JIETOYHOU ApTCprUNn

<15 MM pT. cT.

Cepaeunslii BEIOpOC 4-8 n/MuH
HachliiieHne KMCI0po1oM CMEIaHHo# BeHO3HOM KpoBH (SVOy) 65-80%
Hacplienue aprepranbHOil KpoBH KuciopooM (Sa0z) 95-100%

CucremMHoe APTCPHUAIBHOC JABJICHUC

120/80 MM pT. cT.

PacyerHble mapaMeTpsl

Jlerounoe COCYAUCTOC COIMMPOTUBJIICHUC !

0,3-2 enunune Byna

WMHpaeKkc 1eroyHoro COCYAUCTOI'O COIIPOTUBJICHHU

3-3,5 Byna X m?

OOGl11ee JIEroYHOe CONPOTHBIICHHE

<3 enuHun Byna

CepaeuHbli HHIEKC

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

Y napHsliii 00beM

60-100 mut

3

[TogaTIMBOCTB JIETOYHOM apTEepUU

>2,3 MJI/MM PT. CT.

42




JUi1s pacyeTHBIX MapaMeTpOB UCIOJIB3YIOTCS Clieaytomue GpopMyJIbI:

1 Jlerounoe cocynuctoe conpotusnenue (JICC): cpJJIA-I3JIA/CB
2. O61ee neroynoe conpotusnenue: cp/IJIA/CB
3. IMoxarnuBocts Jeroynoit aprepun: YO/ (CIJIA-JJIA) [12].

Haunbonee mmpoko B KIMHUYECKOHN MPAKTUKE UCIOIb3YETCSI METO/ TEPMOAMIIIOLNY BBUY €r0O
IPOCTOTHl U OBICTPOTHI BBITIOJIHEHHUS, OJHAKO, OH YacTO JAEMOHCTPHPYET 3HAYUTEIBHYIO
norpemHocTh y OonbHBIX JII' ¢ Hm3kuMm CB, HanuuueMm BBIPaKEHHOH TPHKYCHUAATBHON
HEJOCTAaTOYHOCTU M HEJOCTaTOUYHOCTH KJanaHa JIA Wiy npu Halu4uu NaToJoruyeckoro copoca
kposu nipu BIIC. Ilorpemnoctu n3amepenust CB B 3THX ciayyasix CBsi3aHa ¢ TEM, YTO CO3JAIOTCS
yCIIOBUS, IIpU KOTOPBIX TeMIlepaTypa KpOBH, pPETUCTpUpyeMas JAaTYUKOM, ObICTpee
BO3BpAILlA€TCd K HMCXOAHOW, MMUTHPYs BblcOkMil CB. TeM He MeHee B HacTosliee Bpems
OCHOBHBIM MeTonoM u3Mmepenus CB ocrtaercst tepmomwuntonus. [[si BBIMOTHEHUS pacyeToOB
npsiMbIM MeTogoM Puka TpelOyercs MpsMOe U3MEpPEHHE IMOTPeOJICeHHs KHUCI0opoJa, KOTOpOoe
MaJoIOCTYIHO B IIKpPOKOM npaktuke. [Ipu HenpsamoM metone Puka UCHOIB3yETCs MM0KA3aTeNb
JOJKHOU MOTPEOHOCTH B KUCIOPOE, KOTOpas paCCUUTHIBACTCS IPOTPaMMOii C Y4ETOM pocTa U
Beca MamueHTta. Takoil MOIXOoJ MpUeMiIeM, OJHAKO JOCTOBEPHOCTh METOJla B 3TOM Cllydae
HECKOJIbKO cHIbKaercs [113-115].

Bce m3amepenws, Bkimovas [3JIA, D0KHBI TPOBOAMTHCS B KOHIIE HOPMAILHOTO BbIIOXa (0e3
MaHeBpa 3aJepKKU IbIXxaHus). Haubomnplyo TEXHHUECKYIO CIIOKHOCTD U, IPU 3TOM LIEHHOCTb,
npu nposenennn YBKC npencrasnsier onpenenenue J3JIA, koTopoe sBIsIETCS OTpa)K€HUEM
JIABJICHUS B TOCTKAMWUIIPHOM JierouHoM pyciie. Hopmansroe JI3JIA konebaetcs ot 6 10 12 MM
pT. ct. YpoBenb JI3JIA >15 MM PT. CT. cuuTaeTcs MOPOTOBOM BEIMYMHOMW, YKa3bIBalolIed Ha
NIATOJIOTUIO JIEBBIX OTJAEJIOB CEpALA Pa3IMYHONW JTHOJOTMHM C IIOBBIIIEHHEM JABICHUEM B
JIErOYHBIX BeHax. JlJi1 u3MepeHus nmapaMeTpoB LEHTPAIbHOM I'€MOJMHAMHUKN M, B YaCTHOCTH,
J3JIA ucnonb3yercs MHOropyHKIIMOHANBHBIHN KateTep CBaHa-I"aH1a ¢ pa3qyBaeMbIM 0aUIOHOM
Ha KoHLe. baiioH mo3BosisieT karerepy MpoJBUraThCsl ¢ TOKOM KpoBU B JIA 10 nocTukeHus
3aKJIMHHUBAHMS B MEJIKMX BETBSIX COCYAMCTOTO pyCla, MOCJIE YEro 4epe3 AUCTAIbHBIA MOPT
KaTeTepa perucTpupyercss MOCTKanWwLIsApHOoe nasieHue [115]. V mauueHToB cO 3HaYMMBIMU
M3MEHEHUSMU BHYTPUTPYJIHOTO JIaBJICHHUS BO BPEMs IbIXaTEJIbHOTO LMKIJIA (HAampumep, Npu
XOBJI, oxupennu, Npy BEIMOJIHEHUN HArpy304HOU MPOOBI) 11e1eCO00pa3HO YCPEAHUTD JaHHBIE,

1o KpaﬁHCﬁ MCPE, 3a TPHU-YCTHIPC AbIXATCIIbHBIX TUKJIA.
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PexkoMenayercss m3aMepeHHe KOHEYHO-IAMACTOJIMYECKOTO JaBJICHUS B JIEBOM JKENyJOuKe Mpu
HEBO3MOXXHOCTH ONPE/IeNICHHS JaBJICHUS 3aKJIMHUBAHUS B JIETOYHOW apTepUH MIPU YPE3BEHOZHOM
KaTeTepusaliu cepma y namuentos ¢ JII' [12, 15, 16].

EOK IIaC (YYP C, Y/ 5)

KommenTapuii. Ha pesyiomamol uzmepenus J[3JIA enustom eHympuepyoHvle KolebaHus
oasnenus 80 6pemMs ObIXAMENbHO20 YUKILA, KOMopbvle MO2Ym OblmMb 0COOEHHO BbIPANHCEHbl )
NAYUeHmMo8 ¢ CONYMCmeyIouumMu 3a001e8aHUAMU Ne2KUX, UTU HeA0eK8amHoe NO3UYUOHUPOBAHUE
kamemepa Cean-1anca npu svipasicennoti ounamayuu JIA. Ilosmomy npu neonpedeieHnocmu 6
OMHOWEHUY MOYHOCMU USMEpeHUsl, Cledyem paccMompems 60NPOC O pPempocPaoHOll
Kamemepusayuu 1egblx 0moenos cepoyd ¢ usmepeHuem KOHeuHo-0Uacmonuiecko2o 0aeieHus 6
JDK unu nposedenust npobwi ¢ 600not nacpyskou [49, 116, 117].

PekoMenayeTcsi BBIMIOJHEHHWE TUATHOCTHYECKON YpPE3BEHO3HOW KaTeTepu3allud cepAla ¢
pacueToM remoauHaMuku MetogoMm duka manuentam ¢ BIIC s onenku onepabenbHocTH [6,
12, 16, 45, 48, 113].

EOKIC (YYPC, Y 5)

KommenTapuii. B npoyecce YBKC neobxooumo ocywecmenams 3a60p apmepuanrvHol (u3
nepugepuyeckol apmepuu uiu iegvlx Kamep cepoya), 6eHo3nou kposu u3 Il u cmewannou
eenosHol kposu (uz JIA) c¢ onpedenenuem 2az06020 cocmasa Kpou 6 YCI08USAX ObIXAHUS
ammocghepuviM 6030YyXOM U 8 OMCYMCMEUU uHearayuu Kuciopooa. Illpu noodospenuu Ha
AHOMANBHBIU OPEHAIC 1e20YHBIX 8eH OONOTHUMENLHO O0JIAHCEH OblMb 0CYUecmaiie 3a00p Kposu
0/l OKCUMempuu u3 eepxuell u Hudchel noavix een. SvO2> 75% yeenuuusaem 6eposimHocmy
HAIU4UsL 1e60-npaso2o copoca kposu u naruyus y nayuenma BIIC [118, 119].

Pexomenyercst mpoBeieHe YpE3BEHO3HON KaTeTepH3alfy Cceplia MalueHTaM C TaToJIOTHEH
JaeBbIX oTaAenoB cepaua (rpynma  Il) wunm maronmormeit nerkux (rpymnma  Il)  mepen
TpaHCIJIAHTAIMEH Cep/Ilia, JEeTKUX I KOMILUIeKca cepaie-ierkue [6, 12, 15, 16, 116].

EOKIC (YYPC, Y 5)

PexomenryeTcst paccMOTPETh BO3MOKHOCTB TTPOBE/ICHUS YPE3BEHO3HON KaTeTepH3aIiy cepaia
y NAIMEHTOB C M0JI03PEHNEM Ha IAaTOJIOTHUIO JIEBBIX OT/eN0B cepaua (rpynna Il) nnu natonorueit
nerkux (rpynna Ill) mpu HeaddexTuBHOCTH cTaHAapTHOHN Tepanuu 11t AuddepeHnnanbHOro
JMarHo3a u BeIOOpa cTpaTeruu edenus [6, 12, 15, 16, 116].

EOK IIbC (YYP C, Y/ 5)

Pexomennyercss mpoBe/ieHHE UYpe3BEHO3HOM KareTepu3aluM cepiuna y namueHtoB ¢ JIADL u
XTOJIT" pns ouenku > dexTUBHOCTH JeueHus [6, 12, 15, 16, 38, 44].

ESC IIaC (YYP C, Y/ 5)

44



Ba3zopeakTuBHBIE TeCThHI IPH YPE3BEHO3HOM KAaTeTEePH3aIUU Cepana

PexoMenyercs mpoBeieHUE Ba30pEaKTUBHOIO TECTA B IIPOLIECCE YPE3BEHO3HON KaTeTepU3aliu
cepAla manueHTaM ¢ uauonatudeckoi/ Hacnenyemoi JIAL, JIAI npu mpueme iekapcTB WIn
TOKCHUHOB JUIsl ONpEeAETCHUs NOTEHIHMaIbHOH 3(deKTHBHOCTH JieueHus OJoKaTopamu
KaJbIIMEBBIX KaHaioB [6, 12, 15, 16, 120].

EOKIC (YYPC, Y1 4)

PexoMeHyercss NpUMEHSATh CIEAYIOLME KPUTEPUH TIOJIOKUTEIBHOIO Ba30pPEaKTUBHOIO TECTA -
CHIDKEHHE CPEIHEro JaBJCHMs B JIErOYHOW aprepun Ha >10 MM pT. CT. IpU AOCTHIKEHHU
a0COJTIOTHBIX 3HAYCHUH <40 MM PT. CT. B COYCTAaHUH C HCM3MECHHBIM WK yBenmuuuBImmmmcs CB [6,
12, 15, 16, 120].

EOKIC (YYPC, Y1 4)

Kommenrtapuii. Kpumepues nonosxcumensno2o 6a3opeakmugno2o mecma 00cmuearom ne boiee
10% nayuenmos ¢ UJIAL" [120]. Ilo oanuwim poccutickoeo pecucmpa, 0oasa nayuenmos UJIAIL ¢
NOOACUMENLHBIM MeCMOM Ha 8azopeakmugnocms cocmasuna 18% [17). [Ipu ompuyamenvrom
6a430peaKmueHOM mecme Uiu HeGO3MOICHOCHU GbINOJIHEHUS 8A30PEAKMUBHO20 Mecma mepanis
bKK ne nokasana.

PexomeHyeTcst mpoBeieHHEe Ba30pEeaKTUBHOIO TECTAa B IPOLIECCE YPE3BEHO3HOM KaTeTepu3aiuu
cepaua B AKCNepTHBIX LeHTpax JI[' B CBSA3M CO CIOXKHOCTHIO BBINOJHEHHS U MHTEpIIPETALUU
nanubix [12, 15, 16].

EOKIC (YYPC, Y 5)

ITpy mpoBeneHNM Ba30pPEaKTUBHOIO TeCTa NMAlMEHTaM HMAMONATH4YeCKOH, Hacinenyemon JIAL,
JIAI' mpu npuemMe JI€KapcTB WJIM TOKCMHOB PEKOMEHAYETCS NPUMEHEHHE WHIASLHOHHOIO
oKcHJIa a3oTta uiH #unmonpocrta [12, 15, 16, 336, 337].

EOKIC (YYPC, Y 5)

Kommenrapuii. /lpu npogedenuu eazopeakmusnoco mecma 6 Kawecmee 6a300unamamopa
PEKOMEHOYemcsi UCNOIb308amb uHeansiyuonHwitl NO unu uneanayuonnvii unonpocm [120, 121].
[TpoBenenue BazopeakTuBHOro Tecra npu nposeaeHnn YBKC He pekomenayeTcs manueHTam ¢
accounupoBaHHbIMH Qopmamu JIAI' (32 HCK/IIOYEHHEM TpYyNNbl C HWIUONATUYECKOM,
Hacnenyemoil JIAI, JIAI' mpu mpueme JiekapcTB MM TOKCHHOB), a Takxke npu JII' apyroi
stuosiorud [6, 12, 15, 16, 122].

EOK IIIC (YYP C, YA 5)

IIpu mpoBeeHNH Ba30PEAKTUBHOIO TECTa MAlMEHTaM ¢ UAUoNaTudeckou, Hacimenyemon JIAT,
JIAT nmpu npueme JieKapcTB MJIM TOKCHMHOB HE PEKOMEHIYETCs MCIOJb30BaTh OJOKATOPHI
KaJIbIIMEBBIX KaHAJIOB U Kuciopon [6, 12, 15, 16].
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EOK IIIC (YYP C, VJI/I 5)

IIpo6a ¢ BoaHoii Harpy3koii npu YBKC

ITpu oOcnenoBaHMM MALMEHTOB C MPEKANWUIAPHONW JIETOYHOW THUIIEPTEH3HEW B ciydae
MOJI03PEHUSI Ha HATMYUE MOCTKAMUIUIAPHOTO KOMIIOHEHTA B MHAUBHUAYAIbHOM MOPSAKE CIEAyeT
paccMOTpPETH MPOBEICHUE MPOOBI C BOAHOM Harpyskoii [6, 12, 116].

EOK IIbC (YYP C, YA 5)

KommenTapuii. /Ipoba ¢ 800HOU Hazpy3Koll no3805em OUAcHOCMUPO8AmMb OUACTHOIULECK)IO
oucyuxyuro JDK y 6onvuvix ¢ J[3/IA <15 mm pm. cm. npu Haiuduu 0ObeKmMuHblX OAHHbBIX,
VKA3bl8AIOWUX HA NAMOIO2UI0 1e8blX 0MOeNo8 cepoya. Y nayuenmos ¢ 3abonesanuem 1esvix
omoenog cepoya /[3JIA moacem crudicamocs menee 15 mm pm. cm. Ha ¢hone npuema Ouypemuros.
s nposedenus oupgepenyuanvrnoeo ouaznosza medxncoy JIAIT u  JII  ecreocmsue
ouacmoauyeckou ouc@yuxkyuu JDK npumensemcs npoba ¢ 600HOU Hazpy3KU 8 ude bblcmpo2o
ssedernus (5-10 munym) 500 mn 0,9% pacmeopa Hampus xnopuoa™> ¢ nosmopHviM usMeperHuem
J3JIA. [osvrwenue J{3JI4 > 18 mm pm. cm. yrazvieaem na CHc®B [116]. Oonaxo 6 nacmosiwee
epemsi OMCymcmeyiom yoeoumenbHvle 00KA3AmMenbCmaed, noomeepicoaruue 6e30nacHocms u

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

CenekTuBHAasI aHTHONYJIbLMOHOTpPadus

Pexomenyercs MIPOBEICHUE aHruorpaduu JICTOYHOU aprepuu CEIICKTUBHOM
(anrumomnynbmMoHOrpadus) npu oocnenoBannu naueHToB ¢ X TOJII win oOcTpyKuuel ieroyHon
apTepHH IPYTOi STHOJIOTUH JUISl OICHKH OTepa0delIbHOCTH B YCIOBUSX SKCIIEPTHOTO IIeHTpa [6,
15, 16, 38, 44].

EOK I1IaC (YYP C, Y1 5)

KomMmenTapumii. IIposedenue aneuoepaguu  1e20YHOl apmepuu CeneKmuBHoU
(aneuonynomonocpaghusi) npu YUBKC sensemcs o06a3amenvHblM  2MANOM — UHBA3UBHO2O
06cnedosanst 0Jist OnpeoesieHust MUnd NOPANCeHUsl U peulenust BOnpoca 0 OaibHeliuel makmuKe
Jeyenuss  nayuewmda. Buinoansme  aneuocpaguu  necouHou  apmepuu  CeleKMUBHOU
(aneuonynomonocpaghus) ciedoyem noouepeoHo 6 NpsAMOU U OOKOBOU NPOEKYUAX 8 pPercume
OUSUMANbHOU CYOMPAKYUU, Ymo nO360J5en OYeHUMb HATUYUE 30H CHUNICEHUS nepughepuyeckoll
nepghy3uu, oyeHums 00veMm U mun NOpadtceHus (MPoOKCUMAanbHbli unu oucmanvuoit) [15, 16, 38,
123]. Aneuoepaghus necounoti apmepuu cenekmueHas (AHSUONYIbMOHO2PAPUs) HeobXooumMa 015

BU3YANUZAYUU APMEPUOBEHO3HBIX Malbopmayuti eekux u Hexkomopwix BIIC (omxpwvimwiii
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apmepuanbHolil NPOMOK, AHOMATILHBLU OPEHANC JIe20UHbIX 8€H) OISl 00CYHCOCHUSI BOZMONCHOCIU

xupypeuweckozo aevenus [45 48, 124].

Koponaporpadgusn

Pexomennyercsi mpoBefeHre KopoHaporpaduu mnanueHtam ¢ JIIT mpu Halu4ue CUMIITOMOB
CTCHOKapIUH Wik (PaKTOPOB pUCKA MIIEMHYECKOW OOJIE3HM Cepila, B TUIAHE J000CIeIOBAHUS
nepe/1 JIerOYHON SHIApTEPIKTOMUEH WK TpaHCIUIaHTalMeH terkux [6, 12, 15, 16, 44, 48].

EOK IIaB (YVP C, VI 5)

Ionucomuorpadus u KapIHOPeCHUPATOPHOE MOHUTOPUPOBAHHE

PekoMenayercss MpOBOOUTH MOJUCOMHOTpadUI0 WM CYTOYHOE KapAHUOPECIHPATOPHOE
MOHHUTOpHpOBaHHe nanueHTam c JII' npu nomo3peHnn Ha HaTMYKEe HAPYIICHUN JbIXaHHs BO CHE
WK aJIbBEOJIAPHOM runoBeHTHsIMH [6, 12, 15, 16].

PKO I1aB (YYP C, Y] 5)

KommenTapuii. Pacnpocmpanennocms HOUHOU 2Unokcemuu U HAapyuleHus OblXauus 60 CHe
cpeou nayuenmog ¢ JIAI' docmueaem 89%, umo noduepkugaem axiCHOCMb OUACHOCTMUKU U
Koppexkyuu smux cocmosinuti [49, 125]. ¥V nayuenmos ¢ cunopomom eunosenmunsiyuu Ha ¢home
oorcupenus (cunopom Iluxeurka) u npu couemanuu XOBJI ¢ cunopomom o6cmpykmueno2o anHod
cHa JII" scmpeuaemcs yacmo (epynna Ill) u, kax npasuno, accoyuuposara c oucghynxyueu IDK u
NIIOXUM NPOSHO30M. B smotl nooepynne nayuenmog sgpgpexmusna mepanus nonosHcUumenbHviM
oasneHuem 8 ObIXameabHbIX NYMAX, NO360IAIOWASL 8 PSIOe CYUAes NPAKMUYECKU HOPMAIU308ams

nokazamenu cemoounamuxu MKK [125, 126].

2.5. Mubie nUarHocTu4ecKue UccJae 0BaHus

2.5.1 TeHeTnueckoe o0cIe0BaAHUE

[Tarmentam ¢ WIJIAL, HJIAI, JIAI' npu npueMe mpemnapaToB, IOJABISAIOIIUX aIllIETUT,
[aHOpekcurensl], a TakKe OECCUMIITOMHBIM POJICTBEHHHUKAM TEpBOii THHUH HaiueHToB JIAT ¢
BBISIBJICHHBIMH MYTAlMSIMU CIEAYeT pacCMOTpPETh MPOBEACHHUE WIACHTU(PUKAIMU T'EHOB,
UICHTH(UKAIIMM TEHOB METOJOM  [OJIMMEpa3HOM  IIeMHON  peakiuu [reHeTHYecKoe
TECTUPOBaHUE| B MHAMBUAYaIIbHOM mopsizke [6, 12,15].

PKO I1aB (YYP C, YA 5)

KommenTapuii. Yuumeiean nuzkyro oocmynnocmo ona nayuenmos JIAI' 6 naweti cmpane,
eenemuyeckoe 00cnedosanue paccmMampueaemcs 6 Kavecmee OONOIHUMENbHO20 Memood

obcnedosanus. B niane cenemuuecko2o KOHCYZIbmMUpo8arus ocywecmeiemcs uc)eHmugbuKauuﬂ
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2eH08, UOEHMUPUKAYUS 2eHO8 MEMOOOM NOTUMEPAZHOU YENHOU peakyuu - CKpUHUHS MYMAayuil
BMPR?2, ACVRLI, ENG u 6onee peokux mymayuti (KCNK3, CAVI) [41, 42]. [layuenmog co
cnopaduuecxkou umu cemetinot ¢gopmot JIBOB/ JIKI' credyem obcredoéams Ha Hanudue
EIF2AK4-mymayuii.  Ilpu  eviasrenuu  ouannenvuou  EIF2AK4-mymayuu — 803MOHNCHO
noomeepoums ouaznos JIBOB/JIKI 6e3 eucmonocuueckoeo ucciedosanus [93].

Beuoy e6o3mooicnozo enusnus pesyrbmama mecmuposanusi HA NCUXOI0SUYECKOe COCMOAHUE
00IbHO20 KOHCYIbMUPOBAHUE NAYUEHMO8 NPOBOOUMCA MYTbIMUOUCYUNIUHAPHOU KOMAHOOL,
skaroyarowel cneyuanucma no JII', meouyunckozo eememuxa, mMeoOuyuHcKo2o0 ncuxono2a. Bce
nayuenmol co cnopaoudeckumu (UJIAI) u cemetinoimu gopmamu JIAL; JIAI' npu npueme
npenapamos,  yeHemawwux —annemum  [aHOpeKcuceHHble cpedcmed]  OO0NHCHbL  Obimb
NPOUHDOPMUPOBAHBI O BOZMOICHOCMU HACIEOCMBEHHO20 3A001€8aHUSA U O NOBLIUEHHOM PUCKE
pazeumusi JIAI' y unemos cemvu 6 ciayuae Hocumenvcmea mymayuu [6, 12, 41]. Ilpu
HEBO3MOIICHOCU UOESHMUDUKAYUU 2€HO8, UOCHMUPUKAYUU 2eHO8 MEMOOOM NOIUMEPAZHOU
yennotl  peakyuu [eenemuueckoe mecmuposanue] unenvl  cembu  OONICHLL  OBIMD
NPOUHGOPMUPOBAHLI O paHHUX npusHakax u cumnmomax JIAI' ona ceoespemenno2o

yemanognenus ouaznosa [15].

2.5.2 InarHocTHYeCKUii aJIrOpuTM

Anroput™m 00CIEOBaHMS TAMEHTOB C OJBIIIKOW M JIPYTMMH CHMOTOMamH/ TpPU3HAKaMHU,
BBI3bIBAIOIIMMH NOJ103peHHe Ha Hanuuue JII', BKItoyaeT mepBUYHOE OOCIIEeI0OBaHUE MO MECTY
KHUTEIbCTBA C LEJNbI0O OTOOpa MAIMEHTOB JJIS CIELUAIN3UPOBAHHOTO J0OOCIEIOBAHUS B
skcnepTHOM 1eHTpe (pucynok 1 (IIpmnokenme B). Poccuiickue skcmepTsl alanTHpOBAIH
JIMAarHOCTUYECKUit anroputM pekomenmanuii ESC/ERS 2022 r. ¢ yuerom ocoGeHHOCTEH
KJIIMHUYECKON MPaKTUKK B Hamiel ctpaHe. [lanmenTs! ¢ BeicokuM puckom JIAIT (Ct3CT, BIIC,
noptanbHast runeprensusi, BUY-undexuusa) wmu XTOJII (nepenecennas TOJIA, nanuuue
(bakTOpOB pHCKa), MPU HATUUUU cpeaHeit/ Beicokod BeposTHocTH JIIT mo nmanHbM Ox0KI
JIOJDKHBI HEe3aMeUTMTEIIbHO HATIPABIISATHCS B KCIIEPTHBIH 1ieHTp [16, 17].

Jna ynyumenuss panHedl mguarHoctuku JIAIT m XTOJII, kak 3aboneBaHuil ¢ KpaiiHe
HEOJaronpusATHBIM TPOTHO30M, IpPHUMEHSETCd KOMIUIEKCHBIH monaxox: (1) CKpuUHMHT B
0eCcCUMNTOMHBIX I'PYIIax BEICOKOTO pUcka, BKiItovas nanueHtos ¢ CCJI (pacrpocTpaHEeHHOCTD:
5-19%), Hocureneit mytanuu BMPR2 (14-42%), Ommwkainimx pojACTBEHHUKOB MAIUEHTOB C
HJIAT, narpieHTOB, MPOXOASNIMX 00CIeJ0BaHUE TIepel TpaHCIulanTanuei neuern (2-9%) [12];

(2) PaHHCC BBIABJIICHUC Yy MAUCHTOB € CHUMIITOMAMH B TPYIIIIaX pHCKa: IIpU HOpTaHBHOﬁ

48



runeprensuu [127], BUU-undexuuu (0,5%) [128], CT3CT 6e3 CCJ/], npu KOTOPBIX OTMEUYatoTCs
HU3KHE TMOKazarenu  pacnpoctpaneHHoctr JIAI, d9ro  OOOCHOBBIBAET  OTCYTCTBHE

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

CucremMHas cKjepoaepMust
PexoMenyercs mpoBeieHUE exXeroJHoM onieHku pucka pa3zsutus JIAI' y nanuento ¢ CCJI [12,
16, 129].
EOKIB (YYP C, YA/ 5)
Kommenrtapuii. @axmopvr pucka JIAI' npu CCH exmouarom: (1) xiunuueckue u
democpaguueckue gaxmopwvl (00biuKa, CYXOCMb KOdcU, cuHopom Petino, oucumanvHule 513601,
NOJACUTIOU BO3PACM, MYICCKOU nou), (2) pe3yivmamvl 00Cie008anus (NoGvluleHUe mumpa
AHMUHYKIeapuvlX —awmumen, Jjeekas cmeneHv H3JI,  cnuoxcenue DLCO, nogvluenue
coomHuoutenusi  hopcupo8annou cusHennou emxocmu jgeekux (@KEJ) x DLCO wunu
uccneoosanue yposus N-mepmunanrbnozo @pazmenma Hampuilypemuiecko2o Hponenmuod
moz206020 (NT-proBNP) 6 kposu [130,131].
VY B3pOCIIbIX TALIUEHTOB C JUIUTEIBHOCTBIO CUCTEMHOU ckiiepoepmun> 3 et npu OIKEJI >40 %
u DLCO <60%, nns BoisiBieHus: 6eccumntomMuoi JIAIT pekoMeH1yeTcst HCTI0JIb30BaTh alrOPUTM
DETECT [132].
EOKIB (YYP A, Y] 2)
VY nmanuentoB ¢ CCJ] cnenyer onenuBath puck JIAI' Ha ocHOBaHMM aHanK3a BBIPAKEHHOCTU
onpimky, MaHHBIX JxoKI', mcciemoBaHus HECTIPOBOIIMPOBAHHBIX JIBIXATEIBHBIX OOBEMOB W
MIOTOKOB, HCCIIEZIOBaHUSI YpOBHS ~N-TepPMHHAIBHOTO (parMeHTa HaTPUHYpPETHUECKOTO
nporentuaa Mmo3rosoro (NT-proBNP) B kposu [130, 131].
EOK I1aB (YYP C, Y1 5)
KommenTapuii. Paspabomano HeCcKonbko ancopummos CKpUHuUHed C UCHOIb308AHUEM
KOMOUHAYUY KIUHUYECKUX npuznaxos, oanmwvix IOxoKI, uccredosanus HecnpogoyuposamHmvix
ObIXAmMeNbHbIX 00beM0o8 U NOMOK08, UCCed08aHUus ypoeHs N-mepmunanvHo2o @pazmenma
Hamputiypemuyeckozo nponenmuoa mozeo6o2o (NT-proBNP) 6 kposu, dns ombopa nayuenmos
CC/], mpebyrowux nposedenus YBKC [132]. [Ipocpammbr ckpununea nozeonsniom evisagums JIAI
HA PAHHUX CMAOousix 3a001e6aHUsl NPU MeHee BbIPANCEHHBIX 2eMOOUHAMUYECKUX HAPYUEHUSAX U
oocmudicenuu  ywuien  evlocusaemocmu  nayuenmos [133, 134]. Ilpumenenue moodenu,
sxatouarowen knunuveckue cumnmomvl, DLCO u ypogenv NT-proBNP, no3zeonsem 6visaeumo
nayueHmos ¢ Kpaine HusKkou eeposmuocmouio JIAI, komopvie ne mpebyrom OanvHelueco

obcnedosanus [12].
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VY nmanueHToB ¢ MepeKpPecTHHIMU 3a00JI€BaHUSIMU COETUHUTENBHOM TKAHU CIIEyeT PaCCMOTPETh
€XKETOJHYI0 OIICHKY pucka pa3Butus JIAIL' [12].

EOK ITaC (YYP C, Y] 5)

I'pynnbi pucka JIAT
PexkoMenayercss mpoBeAeHHUE €XKETOHOTO CKPUHUHTA y HOCHUTENEH MyTalllil, BBI3bIBAIOIIMX
JIAT, u y 6mvkaidmmx poacTBeHHUKOB nanuenToB ¢ HIIAT [12].
EOKIB (YYP C, YA/ 5)
KommenTapuii. B nepeune mymayui, komopvie accoyuuposanvl ¢ pazeumuem JIAI onvim
CKpUHUH2A, KaK Npasuo, ocpanudusaemcs nocumenimu mymayuu BMPR?2 ¢ puckom paseumus
JIAI' 6 meuenue owcusnu 20% npu Oonee 6bICOKOU NEHEMPAHMHOCMU NPU HOCUMENbCIEE )
arceruyun (42%) no cpasuenuro ¢ myxcuunamu (14%) [135]. Beccumnmomusvim poOCmeeHHUKAM
C BbIABNIEHHbIMU Mymayuamu, ewizviearowumu JIAL, naubonee uacmo c yenvio CKpuHuHea
npeonazaemcs edxcecoonas IxoKI[' [25, 26]. Ckpununeogwviti ancopumm exmoyaem IKI,
uccnedosanue ypoeHs N-mepMuHaibHO20 pazmeHma HAMPULYPemuyecKko2o nponenmuod
Mmo3208020 (NT-proBNP) 6 kposu, uccinedoganue ouggysuonnoii cnocoonocmu neekux, 3xoKr,
apeocnupomempuio u, npu Heooxooumocmu, YBKC [136].
Pexomenyercs npoBeieHre CKpUHUHTA NallMeHTaM uyepe3 3—6 mecsieB nocie koppexkuuu BIIC
¢ momonisto KimHndeckor oreHku, IxoKI™ u OKI' u B xoae monrocpouHoro HabmoaeHus [16,
17].
EOKIB (YYP C, YA/ 5)
[TaruenTam, HarpaBJIEHHBIM Ha TPAHCIUIAHTALIMIO TIEYEHH, peKoMeHayeTcs mposeaeHue IxoKI
nist ckpunaunra JII [16, 17].
EOK IC (YYP C, Y1 4)
VYV mnanuentoB ¢ cumntoMamu JII' mpu Hammumm Ct3CT, moprampHON rumneprensuun, BUY
uH(peKInU creayer paccMoTpeTs posenenue DxoKI', uccienopanue ypoBHs N-TepMHUHAIBLHOTO
¢dparmenTa HaTpuitypeTndeckoro npomnentuaa Mmoroporo (NT-proBNP) B kpoBu, ncciiegoBanue
HECTIPOBOIIMPOBAHHBIX JIBIXaTEIbHBIX OOBEMOB W TOTOKOB W/ WM 3PTOCHUPOMETPUU IS
ckpununra JIAT [12].
EOK IIaB (YYP C, Y111 5)
Kommenrtapuii. Ckpunune npogooumcs 015 6biA6ieHUss OeCCUMIMOMHBIX TUY U3 2PYNAbL PUCKA
JIAL. Hucmpymenmol, ucnonvsyemsoie oasa ckpununea JII, exnrouarom IKI, OxoKI [12]. Ilpu
Cm3CT o6e3 CCH e6o3moocno npumenams coomuowenue DKEJI/DLCO u Oanusie

apeocnupomempuu  [12, 129]. Cpeou nabopamopuvix mecmos ciedyem HnpuMeHsamy
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uccnedosanue ypoeus N-mepMuHanrbHo20 Gpazmenma HAMPULypemuyecKko2o nponenmuod

mo3ze06020 (NT-proBNP) 6 kposu [12].

XpoHnyeckass TpoM003MO0IMYeCKas JIeroYHasi TUNepTeH3usl
[TanueHTaM ¢ NEPCUCTUPYIOLIEH WIM BIEPBbIE BO3HMKIICH OJBIIIKOW WIM YXYILIEHUEM
MEePEHOCHUMOCTH  (U3MYECKOM Harpy3ku 1ocie nepeHeceHHor TOJIA  pexkoMmeHnmyeTcs
MPOBEJICHUE NAIbHEUIIEro NUarHOCTUYECKOro 0OCNIe0BaHus AJI1 UCKIIOYEHHS] XPOHUYECKON
TPOMOOIMOOTUYECKON OONE3HU JIETKUX WM XPOHHYECKOH TPOMOOIMOOIMUYECKON JIeroYHON
runeprensuu [12, 16, 123].
EOKIC (YYPC, YA 5)
KommenTapuii. /1o0xo0vl k pannemy evissnenuro XTIJII" nocne ocmpoti TOJIA ocnosanwl Ha
8bIAGNIEHUU NAYUEHMO8 C NOBbIUEHHbIM pUCKOM pazeumus sabonesanus [38]. Hanvuetiwiee
ouazHocmuyeckoe 00ciedo8anue yenecooopasHo y 6eccuMnmoMHbIX NayueHmos ¢ haxmopamu
pucka XTOJIT uepes 3-6 mecsiyes nocne nepenecennou TOJIA [44, 123].
PekoMenayercss He3aMeUIUTEIbHOE HAMpPaBIEHUE B OKCIEPTHBI IIEHTP MAIMEHTOB C
cumntoMamu JII" mocne nepenecennoit TOJIA npu nanuuuu nedektoB nepdy3uu JEerkux CIycTs
Tpu Mecsna 3((HEeKTUBHOW aHTHKOATYJISIHTHOW TEepaluH IOCie ONEHKH pe3ynbTaToB JxoKI,
ypoBHsi BNP/NT-proBNP u/ unu sprociiupomerpuu [12].
EOK IC (YYP C, Y1 5)
KommenTapuii. ¥ nayuenmos ¢ nepcucmupyroweti unu 6Ho8b 8o3nuxuieti 00viuikou nocie TAJIA
npumensiomesa IxoKI' ona oyenku eeposmuocmu JII' u cyunmuepagusa neekux nepghyzuonnas
0151 8vlABNeHUsT Cmoukux oeghexkmos neppysuu. Ilpu nooospenuu na XTIJII" IxoKI aensemcs
MemooomM nepeoll auHuu 01a nayuenmos c¢ cumnmomamu [52, 125]. Cmotikue Oeghexmobi
nepgysuu nocie ocmpou TOJIA coxpansromca noumu y 50% nayuenmos, 0OHAKO ux
KAUHUYECKAsl 3HauumMocms ocmaemcsi nesicnou [12, 38, 136]. ¥V nayuenmos ¢ cumnmomamu npu
O00KA3AHHOM MPOMOOMUYECKOM NOPAdCeHUU 1e204nblx apmepuil ouaznocmupyemces XTI unu
XTOBJI npu omcymemeuu JII" [85].
[TosBnsAIOTCS AaHHBIE O BO3MOXKHOCTH MCIIOJIB30BAaHUS KOMIIBIOTEPHO-TOMOTrpadudecKoit
anruorpagun JnerouHsix cocynoB, MPT nerkux, MPT opranoB rpyaHoit kierku. g
uckimoueHust XTOJII' moryT ObITh HCTIONb30BaHbl JIelieHCKe KpUTEPUH C L1EIbI0 000CHOBAaHUS
nanpHelmero oocnenoBanus [38, 137]. DprocnupoMeTpusi MO3BOJSET BHISIBUTH XapaKTepHBIE
NpPU3HAKU OrpaHuyYeHus (usznyeckoit padotocnocobHocTH. s panHero BwisiBiaeHus XTOJIT
ONTUMAIHFHO 00CTIEIOBaHHE MTAIIMEHTOB C CUMIITTOMaMU uepe3 3—6 MecsieB mocie octpoit TOJIA,

YTO COBIIAJIAE€T C PyTUHHOW OLIEHKOM MOCJEe Hayajia aHTUKOAryJISSHTHOW Teparuu, OJTHAKO MOXKET
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paccMaTpuBaTbcs U OoJiee paHHSAS OICHKA Y TAIMEHTOB ¢ KIMHUYECKHM yXyAumeHuem [38]
Jlaumentam ¢ cumnromamu JII' mocie octpoit TOJIA cnexyer nmpoBOAWTH KOMIUIEKCHBIE
IIPOrpaMMbl CKPUHHMHIA, XOTS /10 HACTOAILIEr0 BPEMEHM ONTHMAJbHAs CTPATErHsi OCTAETCs

HGOHpGI[CJ'ICHHOfI, qTo Tpe6yeT IMPOBCACHUA MCKAYHAPOAHBIX MHOI'OLICHTPOBBIX I/ICCJ'IC,Z[OBaHI/Iﬁ

[12].

AJroputm

Hlar 1 (mogo3penue). IlanuentoB ¢ nopo3penueM Ha Hanuuue JII' KOHCYIBTUPYIOT Bpayu
oOmiell MpakTHKH, Bpauyu-TEPaNEBThl, BpPAYU-KapIUOJOTH, BPAYU-ITyJbMOHOJIOTH, Bpayu-
peBmarosiord. HavanbHasi olleHKa BKIIIOYAaeT cOOp MEIUIMHCKOIO (B TOM 4YMCJE CEMEHHOro)
aHaMHe3a, TIIATEeNbHBINA (PU3UKATBHBIA OCMOTp (BKJIIOYAsi M3MEPEHHE apTePHAIbLHOTO JaBJICHUS
Ha nepudepuIecKux apTepusx, YaCTOTHI CEPALICONEHUS U MyIbCOKCUMETpUH ), peructpanunto JKI B
[IOKOE€, TPULEIbHYI0 pEHTTeHOrpagui0 OpraHoB TIPYIAHOM  KJIETKHM, MCCIEJOBaHUE
HECIIPOBOLIMPOBAHHBIX JIbIXaTEIbHBIX OOBEMOB U IOTOKOB, YJIbTPa3BYKOBOE HCCIIEOBAaHHE
OpraHoB OPIONTHOW MOJOCTH (KOMITJIEKCHOE), JTA0OPaTOPHBIE TECTHI.

JIT" MoxeT OBITh BBISIBIIEHA CIyYaifHO MIPH BBINIOJIHEHUH TpaHcTopakaiabHoi IXoKI™ mo apyrum
nokazaHussM. Kak OCHOBHOM MHCTpYMEHT CKpuHMHra, OxoKI' mosBossier omnpenenuTs
BeposaTHOCTh Hanuuus JII'. Tlamuentam ¢ daxtopamu pucka pazsutus JIAT wiu XTOJI npu
HU3KoW BepositHocT JIIT mOKa3aHO OUHAMHYECKOE aMOyJaTOpHOE HAOIIOJACHHWE 10 MECTY
KHUTEIBCTBA C MepHoAnYecKiM BbimoHeHueM DxoKI'. ¥V manuenToB 6€3 3HaYMMBIX (HaKTOpPOB
pucka JIAI'/ XTOJII' npu cpenHeit u BbicOKoi BeposiTHOCTU JII' 1OMKHO OBITH NMPOJIOJIKEHO
oOcriefioBaHUE 110 MECTY *kHTelabcTBa. [lanmenTs! ¢ gakropamu pucka JIAI' npu cpenneit nmm
BBICOKOH BeposTHOCTH JII' TOJIKHBEI HE3aMEAIUTENIBHO HAIIPABIIATHCA B OKCIIEPTHBIN LIEHTP AJIS
J000C/IeIOBaHNS, B TOM YMCJIE HA OCHOBAHUHU 3aKIIOYEHMS TEIEMEIUIIMHCKOW KOHCYIbTAllUU
CHEIHaJINCTa SKCIEPTHOTO LIEHTpA.

Hlar 2 (BbIsfiBJeHHe). BTopoil 3Tan BKiIrO4aeT TpajAuIMOHHOE 00CIeJOBaHUE JIETKUX U Cep/lia.
Ox0oKI' u sprocnupoMeTpus MO3BOJISIFOT JUArHOCTUPOBATh NATOJIOTHIO JIEBBIX OTAEIOB CEpALA,
MUTpajdbHOro/ aopraimpHoro kiamaHoB (rpynma |l). Ilpm mnpoBeseHnn mnpHLIETBHOM
peHtreHorpaduu OpPraHoOB TPYIHON KJIETKHU, ucciaeaoBaHus AudPy3MOHHONU CrOCOOHOCTH
JeTKUX, HWCCIICOBAaHUS  HECHPOBOLIMPOBAHHBIX  JBIXaTEIbHBIX OOBEMOB M  IOTOKOB,
KOMITBIOTEPHON TOMOrpaduu OpraHoB TPYJHOH TOJOCTH C BHYTPUBEHHBIM OOJIOCHBIM
KOHTPAaCTUPOBAHUEM BBIABISIOTCS 3a0oneBanus jerkux (rpymma ). Jns ckpununra XTIJIT
MPOBOAMUTCS CLUUHTUrpadusl Jerkux nepdy3uoHHast U CUMHTUTPadUsT TeTKUX BEHTUISLUOHHAS.

BonbHble ¢ HanmuuueMm nepy3HMOHHBIX AE(PEKTOB NMPH OTCYTCTBUU HAPYIIEHUH BEHTHIISALUH
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W/AITM U3MEHEHUH JIeroYHor nmapeHxumMbl Ha KT opraHoB IpyaHON MOJOCTH JTOHKHBI HAIPSMYIO
HANPaBIATHCS B JKCHEPTHBIM LEHTp it noobOcnenoBanus B Twiane XTOJII u oneHku
onepabensHOCTH [38].

Ilar 3 (Bepudukaums). [lanreHTH JOMKHBI OBITH HAIPABJICHBI B SKCIEPTHBIA IEHTP IS
JalbHENIero 00cae10BaHus B CIIeAYIOMUX cuTyanusx: (1) mpu cpenHeil/ BBICOKOM BEpOSATHOCTH
JIT'; (2) npu nanumuuu ¢akropoB pucka JIAIT unn TOJIA B anamuese. Ilpu nHaGnronenun 3a
MalUEeHTaMH CIEAYET BBISABIATH MPU3HAKU KIMHUYECKOTO YXYJIIEHUS, CBSI3aHHBIE C XYAIIUMHU
UCXOJAaMH U TpeOylollMe CpPOYHOro BMeENIATeIbCTBA - OBICTpPOE MPOrPEecCHpPOBAHUE
cumnromatuku (DK 11/IV (BO3)), knmunundeckue npusHaku auchyakmuu DK, odMopokw,
npu3Haku Hu3koro CB, Tspkenble apuTMUM, HapylICHUE WA YXYIIICHUE TeMOJUHAMUYECKOTO
cratyca (TUIOTOHMS, TAXUKAPIUS).

B xone xomIuiekcHOro o6cieoBaHusl B SKCIIEPTHOM LEHTpe MpoBoAuTcs auddepeHianpuas
JIMAarHOCTHKA ISl YCTAaHOBJICHUS KJIMHUYecKoW rpynmsl JII', a Takke MHBa3MBHAs OLEHKA AJIs
onpezeneHus: remoauHamuueckoro tuna JII' u, npu HEOOXOAUMOCTH, Ba30pPEaKTUBHOIO TECTa
npu YBKC [15, 16, 18]. B skcmeptHom neHTpe JII' aHAmM3uMpyroTCs pe3ysbTaThl paHEe
BBITIOJTHEHHBIX HCCIIEIOBAaHUM, MPU HEOOXOJUMOCTH KJIIOYEBBIE MCCIEAO0BAHUS JOKHBI OBITh
MIPOBE/ICHBI TOBTOPHO.

[Tanpenram ¢ npexkanwuiipHod JIIT mpoBoaWTCs IONOJHUTENbHAS JUArHOCTHUKA  JUIA
Bepudukanuu rpynnsl | (JIAI) u rpynnsl V' (opyrue peakue cocTosiHHs). B CIOKHBIX
KIMHUYECKUX CHUTyallMsX M TpHU OleHKe omnepabenbHocTH manueHtoB ¢ BIIC u XTOJIT
HEOOXOJUMO TMPOBECTH KOHCHIMYM MYJIbTHIUCHUIUIMHAPDHOW KOMAaH/ABI CIEIHATUCTOB,

BKJTFOUAIOIIEH Bpayel-peHTICHOJIOTOB M Bpayeii-cepIeuHO-COCYAUCThIX XUpypros [44, 48].

2.5.3 Onenka Ts2kecTH 3200J1€BAaHUA M TPOTHO3a

Pexomennyercs onenuBath TspkecTh JIAD ¢ onpeneneHuemM pucka CMEpTHOCTH Ha OCHOBAaHUU
KOMILJIEKCHOTO aHalM3a JIaHHBIX KJIMHUYECKOTO CTaryca, (QyHKIHMOHAIBHBIX TecToB, OXOKI',
UCCIieIoBaHUsT YpOBHSA N-TepMHHAJIBHOrO (parMeHTa HaTpUHypeTHYECKOro MponenTuaa
mo3roBoro (NT-proBNP) B kpoBu, reMoAMHaMHUYECKUX IIOKa3aTeslel y BCeX MAaleHTOB C
BIIEPBHIC YCTAHOBIIEHHBIM JINarHO30M U B TIPOIIecCe TMHAMHYECKOTO HAOIIOICHNS Kaxaple 6-12
mecsies [6, 10, 12, 15, 16].

EOKIB (YYP C, YA/ 5)

Kommenrapuii. Ha ocnosanuu komniekcho2o 06cnedosanus ¢ npumeneHuem MHO20@aKkmopHol
modenu cmpamuguxayuu y ecex nayuenmos JIAI' cnedyem onpedenumsv cmamyc pucka Kax

HMS’KMIZ, npomeofcymowblﬁ U BbICOKULL COOMBEMCMBEHHO npu OZ4€H01£H012 200UYHOIL cmepmHuaocmu
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<5%, 5-20% u >20% coomeemcmeenno (Tabn. 22. Ilpunoscenue I'l) [12]. Jlannvie
COBPEMEHHBIX PeUCmpO8 NOKA3ANU, YMO HaDI00aemble NoKazamenu CMepmHocmu 6 mederue 1
2004 8 2PYNNAX NPOMENCYMOUHO20 U BbICOKO20 PUCKA Npesblularom panee npozrozupyemvie [138,
139]. Kpumepusmu nuskozco pucka senssiomes @K I unu II (BO3) npu oucmanyuu ¢ TIIIX> 440
M, Oasnenuu 6 IIIT <8 mm pm. cm. u CH >2,5 a/mun/m? [10]. Tpynna npomescymounozo pucka
npeocmasnena nayuenmamu @K 111 (BO3) ¢ ymepenno cHudicenHoll puzuyeckoli akmueHOCmuio
u npusHakamu oucghynkyuu IDK 6e3 xkaunuueckux npossnenuti npagodcenyoouxosoi CH.
Buvicoxuii puck cmepmnocmu ciredyem npoenozuposamsv )y nayuenmos DK III-1V (BO3) ¢
npoepeccupyrowum mevenuem JIAI, npossrenuamu npasodicenyooukosoi CH u emopuunou
oucynkyueil Opy2ux opeanos. HMzeecmuo, 4mo nokazamenu MO2ym OMHOCUMbCA K PA3HLIM
Kame2opusm pucka, umo onpeoeisiem 6bloop maKkmuKu jleyeHus.

B pexomenoayusx ESC/ERS 2022 2. peanuzogan nooxo0 nosmopHou cmpamugurayuu pucka y
nayuenmos, noaydarowux JIAI-cneyuguueckyro mepanuto, ¢ yuemom mozo ¢pakma, umo 60—
70% 601bHbIX CcoXpaHAOm npomexcymounvlli puck [12]. Bwidenenue kocopm nayuenmos
NPOMEINCYMOUYHO-HUSKO20 U NPOMENCYMOUHO-6bICOKO20 PUCKA CMEPMHOCMU NO360/14em 8
3apyOexcHou NPaKkmuke paccmampusams no0Xoobl K dCKaiayuu cneyuguieckor mepanuu. B
POCCULICKOLL Npakmuke 00 HACMOAWe20 8PeMeHU He 3apecucmpupo8anvl NApeHmepaibHble
amano2u NpoOCMAYUKIUHA, YMO He NO360J51em UCHONb308AMb NPEONONCEHHBIU ANCOPUMM
cmpamuukayuu pucka ¢ yeabio ONMUMU3AYUY mepanuu.

Knunuueckas oyenka npedocmasnsiem easxcryio unghopmayuro onsa onpedenenus msaxcecmu JIAI
Y NAyueHmog ¢ YCMAHOBIEHHbIM OuazHo3om. Ilpu ounamuyeckom HabMOOeHUU Ccredyem
yuumsieams — Hanuuue  0OMOpPOKO8,  KpPOBOXApKauvs, Ooneu 6  2pyou,  NPUIHAKOS
npagodxcenyoouxosoii CH. Ilpu ¢puzuxanbHom ocmompe npogooamcs usmepenue apmepuaibHo2o
oasiieHus Ha nepugepuieckux apmepusx, Usmeperue Yacmomsl cepoyedueHus, Haaudue YuaHosa
U pacuuperus apemMHuIX 6eH, OmeKos, acyuma, niespaivrHoco evinoma. @K (BO3) ocmaemcs
OOHUM U3 Haubonee BadCHbIX NPeOUKMopo8 @vldcusaemocmu nayuenmos c JIAI kak npu
YCMAHOBNeHUU OUACHO3A, MAK U NpU OUHAMUYECKOM HAOMI00eHUlU, YXyOuieHue KOmopo2o
mpebyem 00006¢c1e008anUsL 0I5 BbIAGIEHU NPUYUHBL NPUYUH KIUHUYecKo20 yxyouenus [15, 16,
140, 141].

TIIX sensemcsa Haubosee OOCMYNHbIM MeMmOOOM OYEeHKU Hu3uieckol pabomocnocooHocmu
nayuenmos, O0OHAKO OO0CMOBEPHOU C6:a3U MedcOy yeenuueHuem oucmanyuu 6 TIHIX u
00JI20CPOYHBIM ~ NPOSHO30M — NAYUEHMOS8, — BKII0YAsl CMEPMHOCMb  Om  6CeX  NPUYUH,
20CNUMAnU3ayuu no Nnogooy Kiunuueckozco yxyowlenus JIAL, mpaumcnianmayuu neckux uiu

KoMnjiekca cepoye-ieckue, N0 OaHHuIM 22 KIUHUYECKUX UCCAe008aHull, He evisasieHo [103].
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Bmecme ¢ mem, ycmaHnognenvl nopozogvle sHauenusi oucmanyuu 6 TLIX, ykazviearowue Ha
HAuUXyouLyo u HAULyyuilyo 200UdHyI0 8blacusaemocms nayuenmos ¢ JIAI - <165 v u >440 m,
coomseemcmaenno [142]. B psde uccredosanuii nOKa3ano, 4mo OYeHKa Ydacmombl cepOeyHbIX
COKpawjeHuti u camypayuu nepughepuyeckoll Kpoeu npu nyibCoOKCUMEMpu 6 OUHAMUKE MOdHCeN
VIAYUUWUMb RPOSHOCIUYECKYIO 3HaYUMocmb memooa [142-144].

Konuuecmsennas oyenka nompebnenus Kuciopooa npu 3p2ocnupomempuy ocmaemcs Haubonee
MOYHbIM UHMESPANbHLIM NOKA3Amenem, Ompaxicarwum @yHKYUOHATbHOe COCmosaHue U
KOMNEHCAMOPHbIE BO3MONCHOCIU CEPOEUHO-COCYOUCTON, Ne20YHOU U MbIUEUHOU CUCmeM, U
Modcem Obimb UCNONB308aHA ONsl oyenku cmenenu msdicecmu JIAI u npoenosa [105-107].
IIposedenue speocnupomempuy 803MONCHO UCKIIOUUMENbHO 6 IKCHNEePMHbIX YEHMPAx, umo
02paHuyUBaem WuUpoKoe NpUMeHeHue 8 pYMmuHHOU NPaxkmuxe.

Busyanuzayus cepoya uepaem 6ajicnyro poiv npu Habmooenuu 3a nayuenmamu ¢ JIAL. Pso
IOxoKI- u MPT-napamempog ¢ npocHOCMU4ecKuM 3HaveHuem, Nno360Js0m KOHMPOIUPOSANs
¢dynxyuro IDK 6 ounamuxe (Taén.l6.Ilpunoxncenue b1). B npomoxone MPT cepoya ons
cmpamu@ukayuu pucka ciedyem Ucnoib308ams ciedyloujue napamempbl, KOmopbwle yKa3vlearom
Ha HU3KUll, CcpeOHull, 6blcoKulli puck cmepmuocmu: DB DK >54%,; 37-54%; <37%,
coomeemcmeenno, YU >40 mu/m2; 26-40 ma/m2; <26 ma/m2, coomeemcmeeHHo, UHOEKC
KoHeuHo-cucmoauyecko2o obvema IDK <42 ma/m2; 42-54 ma/m2; >54 ma/m2, coomeemcmeenno
[12]. B omauuue om OxoKI, danuvie MPT cepoya u macucmpanbHulx cOCy008 B03MONCHO
OYEHUBAMb UCKTIOUUMENbHO 8 IKCNEPMHBIX YEHMPAX, YMOo 02PAHUYUBAEN UUPOKOE NPUMEHEHUE
Memooa 8 pymuHHOU NPaKmuke.

Haubonee cunvnoti npoenocmuueckou 3Hauumocmovio y nayuenmos c¢ JIAIT obradarom
2emoounamudeckue nokasamenu- oasienue 6 I111, CH u SvO; [6, 12, 141, 142]. dasnenue 6 I111
Odaem KoceenHoe npedcmasierue o gvipaxcenHocmu oucyuxyuu IDK. Beruuuna CHU 3a8ucum
om YO u ompasxcaem mo KoOIU4eCmso OKCULEHUPOBAHHOU KPOSU, KOMOpoe 8036paujaemcs u3
neekux 6 nesvlie omoenvt cepoya. Cp/lJIA ne 6xooum 6 nepeueHvb NPOSHOCMUYECKU 3HAYUMBIX
2eMOOUHAMUYECKUX noKazamenell, NOCKONbKY €20 CHUMCeHUue Modcem Oblmb cledcmeuem
ouchynxyuu IDK. Vayuwenue xnunuueckoeo cocmosunusi d6onvHozo ¢ JIAI' kpaiine peoxo
npueooum K Hopmaiuzayuu uiu cHudxcenuro cpllJIA. Uckmouenue cocmasnsiiom nayuenmol ¢
NOONCUMENbHBIM — 8A30PEAKMUBHbIM — MEeCMOM, — NoLyuarwue mepanuro  OI0OKAMopamu
kanoyuesvlx xaumanos [120]. Cpeou oyenxu Ouomapxepos Hauboabulee 3HAUEHUe UMeem
uccne0o8anusi yposHs N-mepMuHanibHo20 @pazmMenma HAmpuilypemuiecko2o nponenmuod

mo3208020 (NT-proBNP) 6 xposu, ypogens xomopozco koppenupyem ¢ 2emMOOUHAMUYECKUMU
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noxazamensimu u CmpyKmypHo-@yHKyuornarvHoimu usmenenusimu 1K y nayuenmos JIAI' [6, 12,
15, 16].

Pexomenayercst ouenuBath TsikecTh JIAIT ¢ ompenenennemM pucka CMEPTHOCTH Y BCeX
ManyueHToB, noiayyamux JIAI-cnenmudpuueckyro Tepanuto, Ha ocHoBaHuH aHanuza OK (BO3),
muctaniuu B TIIX, BNP/NT-proBNP, u, npu Heo6X0AUMOCTH, JONOIHUTEIBHBIX [TapaMETPOB
BU3yaJlU3alliy TpaBbIX OTACJIOB cepAlla M TEeMOJMHAMHUKH, B TMPOIECCe JIUHAMUYECKOTO
HAOJII0/IeHUS Kax/1ble 3-6 MEeCALEB C 1EJIbI0 CBOEBPEMEHHOMN ACKanaluu tepanuu [12].

EOK IB (YYP C, YA/ 5)

KommenTapuii. Heuneaszusnvili 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 gvissneHus nayuenmos JIAL, docmuzarowux u coxXpanaowux cmamyc 04eHb HU3KO20 PUCKa
[140, 145]. Yucno xpumepues HU3K020 pUCKA MOYHO NPEOCKA3LIBANO 6OECCOOLIMULIHYIO
BbINHCUBAEMOCMb U NO3B0AN0 UOCHMUPUYUPOBAMb KO2OPMY NAYUEHMO8 C HUSKUM DPUCKOM
cMepmMHOCMU Om I00bIX NPUYUH NO OAHHBIM PPAHYY3CKO20 PeUCmpa U y 6nepevie Gbl61eHHbIX
nayuenmos 6 pecucmpe COMPERA. Ilpu nanuuuu mpex Kpumepues HU3K0O20 pUCKA Y NAYUEHMO8
c enepavie sviagnennou JIAI nabnooanca naubonee O1a20NPUAMHBIU 00120CPOUHBLU NPO2HO3. B
npoyecce OUHAMUYECKO20 HAONOOeHUs Npu HeoOXO0OUMOCMU YMOYHEHUs pUcKa ciedyem

NPpUMEHANb OYEHKY OONOJIHUMENIbHBIX napamvempoe eusyajiuzayuu cepdua U 2eMOOUHAMUKU.
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3. JleueHue, BKJIKOYAS MeTUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 Tepanumu,
AMETOTEepPanuIo, 00e300J1UBaHNe, MeAUIUHCKHE OKA3AHUS U

NMPOTUBONOKA3aHUA K IPUMECHCHUIO METO10B JICHCHUS

B coBpemennoii ctpaterun Befenus nanueHToB JIAI cieqyeT BbIensATh 00IIKe peKOMEH AN,
OJIEPKUBAIOIIYIO U crieiududeckyro Tepanuto [6, 12, 15, 16]. Eciau npuMeHeHre mpenapaToB
MOJJICP>KUBAIOIIEH Tepaluy HE OKa3bIBaeT BJIMSHUSA Ha BBDKMBAEMOCTh HaiueHtoB ¢ JIAIL, To
npenapaTbl MaTOreHEeTUYECKOro JIEHCTBHS CHOCOOCTBYIOT YBEIMYCHHIO MPOAOIDKHUTEIHHOCTH
KU3HHU TAlMEHTOB, CHIDKCHHIO TIOTPEOHOCTH B TOCIIUTAIN3ALMUSAX U YBEJIWYCHUIO BPEMEHH J10

KJIMHHYECKOTO YXY/IIEHUS M TpaHCIulaHTanuu [24-26, 47].

Haznauenue JIAT -crienuduueckoii Tepanuu pekomenayercs nanuentram JIAI co cplJIA > 25
MM pT. cT. u JICC >3 en. Byna B cCOOTBETCTBUM C JI0Ka3aTeabHOW 0a30i MO INPUMEHEHUIO
npemnaparos [12, 15, 16].

PKO IA (YYP C, Y1 5)

KommenTtapuii. Cocnacno cospemennvim kpumepusm ouacnos JIAI ycmanasnueaemcs npu
eplVIA >20 mm pm. cm. u JICC >2 eo. Byoa [12]. Oonaxo 3¢pghexmusnocmes npenapamos,
0000peHubix 01 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 ¢ CC/[ unu poocmeennuxos nepgoti aunuu oonvnvix HIIAI credyem nanpasumo 6
axcnepmubvlil yenmp JII' ons obcnedosanusi ¢ yeavio panueli ouacrocmuxu 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 npogooumsv Ounamuueckoe HabaoOeHue,
sxatouarowee IxoKI u TIIIX, pewenue o nposedenuu YBKC npunumaemcs Ha uHoueuoyaivHou
ocHoege.

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

EOKIB (YYP C, YA/ 5)

VY nanuenToB ¢ JIAI' ycTaHOBIIEHHOM 3THOIOTUH, TPU HAJIMYUK COMTYTCTBYIOLIUX 3a00JIeBaHUM
ONITUMU3ALMS TEPATUH JOJDKHA OBITh PACCMOTPEHA B MHAMBH Y aJIbHOM MOPSIKE C yUYETOM TOTO,
YTO TOCTHKEHUE MPO(UIISI HU3KOTO pUCKa HE BCEra BOZMOXKHO [12].

EOK ITaB (YVP C, V]I 5)
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3.1. O0mue peKoMeHAaAUNH

ITpu ycranoBnenuu auarnosa JIAI' u B xoze HaOmroeHUs 3a MalMEeHTaMu CleyeT 00CcyKaaTh
WH/IUBUYAIbHBIA pPEXHM €XKEIHEBHOW (U3NYECKON aKTUBHOCTH, IUIAHUPOBAHUE CEMbH,
KOHTPALIENIIUIO U ITOCTMEHOIAY3aIbHYI0 FOPMOHO3aMECTUTENIbHYIO TEpPAUIO, MOATOTOBKY K
IUITAHOBBIM XMPYPTUYECKMM BMELIATEIbCTBaM, NPOQUIAKTUKY HMHGEKIHOHHBIX 3a00JIeBaHuUl,
IICUXOCOLMAIIBHYIO TOAJEPKKY, IyTEIIECTBUS, IPUBEPKCHHOCTh JIEKAPCTBECHHOM TEpanuu U
HEOOXOAMMOCTh HAONIOJICHUST CIHEIHMANINCTaMU JKcreptHoro neHtrpa JII' [6, 12, 49, 125].
[TpumepHoO y 35% naunenToB ¢ JIAI pa3BuUBatOTCS TPEBOKHBIE COCTOSIHUS, TAHUYECKUE aTaKU U
Jiernpeccusi, KOTOpbIe TECHO B3aUMOCBSI3aHbI C TSDKECTbIO cumnToMaTuku JIAIT u orpanndyeHnem
busznueckux Bo3mokHocTed [15, 154]. Ilammentam JIAIT m ujneHaM uX ceMel crlemyer
PEKOMEHI0BaTh IICUXOJIOTMYECKYIO ITIOMOIIb, aKTUBHOE YYacCTHE B MALIMEHTCKUX OpraHu3alusiXx,
YTO MOJKET IOJIOKUTEJIHO BIMATH Ha aJlaliTallMi0 B Pe3ybTaTe KOHCTPYKTUBHOM COBMECTHOM

paboTsl OosbHOTO 1 Bpaya [6, 15].

du3nyeckasi aKTHBHOCTb U peadHINTAIUSA

PexomeHyeTcsi okazaHue yCIyT 10 MEIMIIMHCKON PeadMIIMTAIlMK TAllMeHTa ¢ 3a00JIeBaHUSIMU
CepACYHO-COCYTUCTON CHUCTEMBI B BHJE TMPOBEICHHUS €XKEIHEBHBIX JIO3UPOBAHHBIX H
perynupyeMbpiXx (U3NYECKHX HArpy30K MO HAOII0JEHUEM CHEIHAINCTOB SKCIIEPTHOTO HEHTPa
cTrabwibHbiM  manueHtam JIAIT Hu3Koro pucka, noJy4ammuMm ajaekBatHyro JIAT-
crieruduryeckyio Tepamuio [6, 12, 15].

EOKIA (YYP C, Y 5)

KommenTapuii. 3a nocieonue 200vt 8 KIuHUYECKUX UCCIE008AHUSAX NOKA3AHA dPpexmusHocms
nPOCPaAMM PU3UYECKOU peadbUuIumayuu, 6KI0YAUUX aspodusle pusuieckue Haepy3Ku, CUIOBbLE
Haepy3Ku, ObIXAMEeNbHYI0 SUMHACMUKY U J1eMeHmbl 102U, Had pabomocnocoOHoCmb NAYueHmos
JIAT" ¢ oocmosepuvim ysenuuenuem oucmanyuu 6 TIIX u VOzpeak, nokasameneii kauecmea
orcuznu [150-152]. Yuacmue 6 mpenuposounwix npocpammax ciedyem npeoiazams CmaduibHbIM
nayuenmam, nonyuarowum JIAI -cneyughuueckyro mepanuio, 6 SIKCHePMHbIX YEHMPAX ¢ ONLIMOM
sedenuss smou kamezopuu 6Oonvueix [6, 12, 15]. Kakx npasuno, npocpammul uszuueckou
peabunumayuu nPoeoOSIMcsL 8 YCI08UAX CMAYUOHAPA, YMO SGISAEMCsl 3a1020M OE30NaACHOCHIU.
Haunyuwue pezynomamol 0biiu 0OCMUSHYMbL 8 KIUHUYECKUX UCCIeO08AHUAX NPU NPOGEOeHUU
MPEHUPOBOUHBIX NPOSPAMM 6 MmeyeHue 08YX 4aco8 8 OeHb NAMb pa3 8 Heodelio NPUu coyemanuu
A’2pPOOHBIX HACPY30K HA BeNI03p2oMempe WU MPEOMUTe HA BbIHOCIUBOCMb, CUNOBLIX MPEHUPOBOK
C UCNONIL30BAHUEM MAN020 6ecd U YAPAdiCHeHUll 0 OvixamenvHou myckyramypst [150]. B

npocnexmusrom PKHU noxaszano ynyyuenue nokazameinetl 2eMoOUHAMUKU y nayuenmos ¢ JIAI u
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Heonepabenvroi XTIOJII 6 sude docmoseproeo ysenuuenus CHU, cuuscenuss cp/iJIA u JICC no
CpasHeHUuro ¢ KOHMpOoabHoU epynnou [152].

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

[TarmenTam ¢ JIAT He pekoMeHayeTcst u30bITOUHASA (pU3MUecKasi aKTUBHOCTD, TIPOBOIIMPYIOIIAs
BBIPAXCHHYIO OJIBIIIKY, TOJIOBOKPYKEHHE, CHHKOIE, 00U B TPYAHOU KieTke, ciabocth [6, 15,
16, 47, 48].

EOK IIIC (YYP C, YA/ 5)

KommenTapuii. Yuacmue 6 mpenuposounvix npoepammax npomusonoxasaro nayuenmam JIAI'
¢ aocanobamu Ha 601U 8 2pyou, NPUCMYNbL cepOyedUeHUs], NPEeCUHKONALbHBIMU U CUHKONAIbHbIMU
COCMOAHUAMU HA (POHe QuuyecKux Hacpy3oK, ¢ cumnmomamu npasodxcenyooukoeou CH,

HeOdagHell 2ocnumanuzayuetl Ui 00Cc1e008anuem 8 céa3u ¢ KiuHudeckum yxyoutenuem [151].

IlnanoBbI€e XHPYPrudeCKue BMemaTeJ1bCTBa

PexomMeHyeTcs mpoBOIUTE MYJIbTHIUCITUTUIMHAPHBIA KOHCUIIMYM B COCTaBE Bpava-KapAuoJyora,
Bpaya-aHECTEe3HOJIOTa-PEaHNMAaToNIora,  Bpadya-XHpypra OKCHEpTHOrO IEeHTpa H, IpH
HEOOXOJIMMOCTH, JPYTHX CHEIMAIUCTOB MPU OOCYKICHUU XHPYPIUYECKOTO JICUCHHSI, BHIOOPA
TUIIA aHECTE3UH M MEPHOTICPAIIMOHHON TaKTHKH BeleHHs manueHToB JIADT s MUHUMU3au
pHcKOB BMeriaTenbcTsa [12, 15]

PKO IC (YYP C, Y] 5)

[Ipy TUIAHOBBIX XHPYPrHUECKUX BMEIIATEILCTBAX CIEAyeT OTIaBaTh IPEANOYTCHUE
PETHOHAPHO#, B TOM YHCIIE SIHYpPaIbHON aHecTe3nH, y manueHToB JIAT s npeaynpexaeHus
ocnoxxuenui [6, 15, 16].

EOK IIaC (YYP C, YA 5)

[Tpu TIaHUPOBAHUH JTFOOOTO XHPYPrUUIECKOTO BMENIATeIhCTBA y manueHToB ¢ JIAIT BO3MOXHO
paccMOTpETh €ro BBIMOJHEHHE B YCIOBHSX OJKcrepTHoro neHtpa JIIT ans MuHUMU3anuu
nepronepanuoHHbIx puckos [12, 330].

PKO IIbC (YYP C, YA 5)

KommenTapuii. Xupypeuueckue emewamenscmea y nayuenmos JIAI' ceazanvl ¢ nogvlueHHbIM
puckom npasoxcenyooukogou CH u cmepmuocmu, accoyuupoBanHviM ¢ MAHCECBIO
3abonesanus [6, 12, 152]. B npocnexmurnom medxncoyHapooHom pecucmpe, sxaodarouwem 114
nayuenmos c JIAI, nepenecuux mexapouoxupypeudeckue u HeaxywepcKue emMeuamenbcmada,
NepUOnepayuoOHHAs CMEPMHOCIb COCMABULA NPU NIAHOBLIX U HEOMILONCHBIX npoyedypax 2% u

15% coomeemcmeenno [153]. Haubonvuiue pucku u mpyoHocmu nepuonepayuoHHo20 6e0eHusl
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Habnooalomes y nayueHmos ¢ @nepevle GuvlasieHHou JII' na momenm onepamusHo2o
emewamenvcmed. 1lo 803modxcHOCmMuU HEOOX0OUMO nepeHecmu 8pems 8bINOIHEHUs NIAHOB8020
XUpypauiecko2o 6MeuwamensCmea U HAnpasumv NayueHma 6 IKCHePMHuIU YeHmp O
mujamenbHo20 obcrnedosanus ¢ evinoineHuem YBKC u, npu Heobxooumocmu, 86a30peaxmueHo2o
mecma, ¢ nociedyrouum noobopom JIAI-cneyughuuecxoti mepanuu [6, 15]. Credyem oyenumo
2eMOOUHAMUYeCKULl U (QYHKYUOHAbHLIL CMAmyc nayuenma, OemaibHO 00Cyoums 00vem
onepayuu, aHecmesuosocudecKoe nocooue, B03MONCHOCMb UCHONL308AHUSL OKCUOA daA30ma,
unOnpoCma u IKCmMpakopnopaivHou memopanrnou oxcuecenayuu (OKMO). Bce obcrnedosanus u
onmumuzayuro mepanuu JIAI' dcenamenvHo 6biNOIHUMB He NO30Hee 4em 3a 08e Hedelu 00
npeononazaemozo onepamueno2o emewamenscmea [152]. Ilpu nnanupoeanuu xupypeuiecko2o
emewamenbcmea ciedyem UHDOPMUPOBAMs NAYUEHMA O BO3MOICHLIX NEPUONEPAYUOHHBIX
PUCKAX, CBA3AHHBIX C XAPAKMEPOM ONEpAmUBHO20 BMeuameibCcmea U aHecmesuoi0cUdecKo2o
nocoous, 0 8603MONCHOM yXyouleHuu meuenus: JIAI u pucke nemanvrHozo ucxooa.

VYV nanuentoB ¢ JIAI' peKOMEHAOBAHO PAcCMOTPETH IIPOBEACHUE MHHHU-JIAIIAPOTOMHYECKOTO
JOCTYTIA JIJIS PEAYNPEKICHUS OcaoXHeHu# [15, 154].

PKO IIbC (YYP C, YA 4)

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

IDK ecneocmeue eunepmonuueckoco kpuza no MKK [152, 154].

IIpopuiakruka uHpexuun

Jns nmanmentoB ¢ JIAIT pekoMeHJ0BaHO paccMOTpEeTh BaKIMHALMIO MPOTHB BHpYyca TPHIIIA,
MHEeBMOKOKKOBOW MH(pekuuu, SARS-COV-2 s npeaynpexaeHuss NporpeccupoBaHUs
3aboneBanus Ha (hOHE MHTEPKYppeHTHOU MHbekiwu [6, 12, 15, 16].

EOK I1aC (YYP C, Y1 5)

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

OCHOBHO20 3a00N1€8aHUsL U NPOBOOUMOU UMMYHOCYNPECCUBHOU MEPanuiu.

IIpuBep:KeHHOCTH TEpANNu

@dakTopamu, BIHAIONIMMUA HAa NPHUBEPKEHHOCTh Tepanuu nanueHTtoB c¢ JII, saBistorces

nemorpaduueckue 0COOEHHOCTH, KOTHUTHUBHBIE HAapyIICHUs, COMYTCTBYIOIIME 3a00JeBaHMUs,

60



MICUXOJIOTHYECKUI CTaTyC, MOJUMparmasusi, MoO0ouyHble A(P(GEKThl JIEKApCTBEHHOW Tepanuu,
rPaMOTHOCTh B BOIPOCAx 370pOBbS M MOHMMaHHWE 3adad jedeHus [15, 155, 156]. IlamuenTtst
JOJKHBI OBITh MH(DOPMHUPOBAHBI O IENSAX TEPAHH, MEXaHU3ME JCUCTBHUS OCHOBHBIX TPYIII
JICKapCTBEHHBIX CPEACTB, BapUaHTaX JICYCHHUS U BO3MOXKHBIX MOOOYHBIX SIBICHUSX, a TaKXKe
MOCIIEACTBUIX HECOOTIOCHHS peKUMa Tepanuu U HE0OXOJUMOCTH COO0IATh JeyalieMy Bpady
0 JIFOOBIX U3MEHEHUSX B JIeKapcTBEeHHOU cxeme. Cpeant (hakTOpoB, CBSI3aHHBIX C BPa4oM, CIIEAYET
YUYUTBIBATh OIbBIT, 3HAHHE PEKOMEHAAIUN, MYJIbTHUIAUCHMUIUIMHAPHBIN MOJIXO0JM; C CHCTEeMOMU

3JIPAaBOOXPAHCHHUS — YCIIOBHS pabOThI, AOCTYII K IperaparaM i CTOUMOCTh JeueHus [12, 156].

IyremecrBust

[IpoBeneHue OKCUTEHOTEpANlMKM TIPU aBHAIEpETeTaX pPEKOMEHJOBAHO paccMaTpuBaTh Yy
nanuentoB ¢ JII' 111V ¢ynkuunonansHoro knacca (BO3) mpu HanmpspkeHHMM KHCIOpoJa B
aprepuanbHoit kpoBu <8 klla (60 MM PT. CT.) B TOKO€ WUJIU MPU HACBIIEHUH KPOBU KHCIOPOAOM
<92% 1O MAaHHBIM IyJIbCOKCUMETPUM TIPU [JIBIXaHUU aTMOC(EPHBIM BO3AYXOM, HJs
npodHIaKTUKU OCIoXHeHu# [6, 12, 15, 16].

EOK IIaC (YYP C, YA 5)

KommenTapuii. /lokazano, umo xpamkogpemeHHAsi (MeHee OOHUX CYMOK) HOpMobapuueckas
2UNOKCeMUs, KAK NPAsUIOo, XOPOULO NEPEeHOCUMCA 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 SaO2 < 92% (8 noxoe npu ovixanuu ammocgepnvim 6o30yxom) [6, 12]. Ilockonvky
aghghexmol 6030eticmaus 2unoKcemuu om YMepeHHOU 00 OaumenvHou (dacevl-onu) npu JIAI
U3yueHvl HedOCMAmouHo, Cledyem pPeKOMeHO08amb nayueHmam uzoecamov npeodvl6aHUs HA
evicome gviue 1500 m 6e3 npumenenus uwneanayuu xuciopooa [125]. Ckopocms nomoka
KUciopooa 2 i/MuH nogviuaem KOHYeHmpayuo KUCi10pood 80 80blXxaemom 8030yxe 00 0ObIYHbIX
3HAueHUll Ha ypoeHe Mops. V nayueHmos ¢ nompebHOCMbI0 OIUMENbHOU OKCULeHOmepanuu npu
asuanepenemax Mojicem nompebosamvcs ygeiuueHue ckopocmu nomoka kuciopooa [12, 158].
Ilayuenmam cnedyem nymeuwiecmeosams Npu HAIUYUU HUCOMEHHOU UHDOPpMAYUU O HATUYUU
JIAT', nposooumoti mepanuu u KOHMAKMHOU UHGDOpMayuU 0 OauUNCAiUleM K MeCny HAX0HCOeHUs

yenmpe JII" [6, 12, 15].

3.2. MeaukaMeHTO3HOE JIeYeHue
JlexapcTBenHas Tepanusi y nanueHToB ¢ JII' BKIrOYaeT cpeAcTBa MOACPKUBAIOIICH Tepanuu
(opanbhbie aHTHKOATYJISHTBI (ATX aHTHTPOMOOTHUECKUE CPENICTBA), AUYPETHKH, CEpJCUHBIC

ruKo3uabl, okcureHorepanus) u JIAI'-cneunduueckue mnpemnapatel - BKK, antaronucts
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perientopoB dHAOTeNMHA (ATX aHTHUTUNEPTEH3WBHBIC CPEACTBA ISl JICUCHHS JICTOYHOU
aprepuanbHoil Tuniepren3uu, ADP), uarudurtops! pocdoamscrepasnl Thna S (ATX mnpenapats
Ui JedeHus  dpekTwibHOM  auchyHkumu, MW®DJD-5), crumynsTopel  pacTBOPHMOIA
ryanunatuukiassl (ATX aHTUTUIIEpTEH3UBHBIE CPECTBA [ JISYCHUSI JICTOYHOM apTepUaIbHOM
runepTeH3un, cTumyiaaropsl plll), Amnamorm mpocranmkianHa — mnpoctaHouasl (ATX

AHTHarperanTsl Kpome renapusa), aroHuctsl penentopos I (ATX AHTuarperantbl Kpome

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

3.2.1. lloaaepkuBaromasi Tepanus

Bnusinue nognepxuaronieid repanuu JIAI' Ha BBKMBAEMOCTh MAIIMEHTOB He M3y4dasiock B PKU.
OngHako B pYTHHHOW TIPaKTHKE TMOKa3aHa J(PQPEKTUBHOCTh OKCUTCHOTEPANUU TIpU
COMYTCTBYIOIIEH TATOJIOTHMH JIETKUX WJIM HWHTEPKYPPEHTHBIX 3a00JICBaHUSAX, BIIHUSHUE

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

AHTHKOATYJISIHTHI U 1€3arperaHTbl
VYV naumentoB ¢ WJIAI, HJIAT, JIAI' npu npueme JIeKapCTBEHHBIX MpenapaToB BO3MOKHO
pPaccCMOTPETh Ha3HAYEHUE OPaIbHBIX aHTHKOATryJSHTOB (ATX aHTUTPOMOOTHYECKHE CPE/ICTBA)
JUTSE PO HIAKTUKH TPOMOOTHYECKUX OCIIOKHEeHwmi [6, 12, 161, 59,159-162].
EOK IIbC (YYP B, Y] 2)
KommenTtapuii. Obochosanuem 0ns HaznaveHus anmuxoa2yiaumuou mepanuu npu JIAI
ABUNOCH BbIAGNICHUE OP2AHU30BAHHBIX MPOMOO0308 N Sit 8 MEIKUX JIe2OYHbIX apmepusix 6
aucmonamono2udeckux oopasyax neekux nayuenmos c¢ HJIALI [49, 159]. Ilpu JIAT-BIIC
8bIABIAIOMCL MPOMOO3bL anespusm cmeona u eemseil JIA [45, 118, 160]. V nayuenmos JIAI
ONnUCaWvbl  Hapyuwlenus — ceéepmovlgaroueli U QUOPUHOIUMUYECKOU — CUCeMbl,  4MOo
ceudemenvcmeyem o npoKoazyIssHmuom cocmosnuu [6, 47].
Jannvie PKH 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
mepanusi  Hasnawaemcs  61,5%  6oavneim  JIAI,  exmouas  eappapun**  (51,6%),
Huskomonekynapuvie eenapunvl (ATX epynna ecenapuna) (5,9%) u npsameie opanvHbie
anmuroazynsumol (ATX npsmvle uneubumopovr mpomouna, npsamole uneubumopwvl paxmopa Xa)
(4,2%) [51].
VYV mnamuentoB JIAI, acconuupoBanHoil ¢ CT13CT, BO3MOXXHO paccMOTPETh Ha3HAYECHHE

aHmump0M60muquKux cpedcme B MHAWBUAYAJIbHOM IMOPAAKE IIPU HAJIUMYUH CKIOHHOCTHU K

Tpombodmuu [6, 15, 16, 133].
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EOK/PKO IIbC (YYP C, Y1 4)

KommenTapuii. /lannvie pecucmpoé u memaanaiu3oe noxazanu, 4mo HA3HAYeHUue OpalbHblX
anmukoazynsnmos npu JIAL, ceészannoii ¢ CC/I, cészano ¢ puckom kposomeuenuui [12, 47, 129].
He pexomennyercs pyTHHHOE Ha3HAY€HUE AHTUTPOMOOTHYECKHX CPEACTB MallMeHTaM C
nopTonyiabMoHaNIbHON runepren3ueid u JIAIY, acconnnpoBannoii BUY-undexuueit [6, 12, 15,
16].

EOK IIIC (YYP C, YA/ 5)

KommenTapuii. V' nayuenmos ¢ nopmonynromounanvHou cunepmen3uelti Yacmo 6bla8/saemcs
CUNOKOA2YIAYUA 3a CHem HapyuleHuss cunmesa/ oezpaoayuu axmopos ceepmuvléaHus u
mpomoboyumonenuu [47, 49]. V nayuenmoeé ¢ yuppozom neuenu ucmoyHuKOM Kpo8omeueHus
Mo2ym Oblmb pacuupenHbvle 8eHbl NUWE800d U 2eMOPpPOUOAIbHble 8eHbl. DphhexmusHocms u
6e30nacHocms COBMEeCMHO20 HA3HAYEeHUsL AHMUMPOMOOMUYECKUX CPeOCME U NPOMUBOBUDPY CHBIX
npenapamos CUCMeMHO20 Oeticmaus Malo usydenvl y nayuenmos ¢ BU9-ungexyueti [15].

He pexomenayercs aHTUKOATryJISIHTHAsI Tepanus antaronuctamu sutamuna K nmanuenram ¢ JIAT,
accouuupoBanHoi ¢ BIIC, npu orcyTcTBUU npyrux nokasanui [6, 15, 48].

EOK IIIC (YYP C, YA 3)

KommenTtapuii. PKU no npumenenuio anmumpombomuveckux cpeocms y nayuenmos ¢ JIAI -
BIIC omcymcmsyrom. Ilpuem anmuxoazynistHmuou mepanuu cesA3aH ¢ NOBbIUEHHbIM PUCKOM
KposomeueHus. y nayuenmos ¢ BIIC ommeuatromes napyuienus cunmesa/ decpaoayuu hakmopos
ceepmolganus u mpomooyumonenus. Y nayuenmos ¢ BIIC ucmounuxom kposomeueHnuss Mo2ym
ObImMb pacuupenHvle OporxuanbHvle apmepuu. Haznavenue anmumpombomuueckux cpeocmae He
OKA3bIBANI0  CYUJeCMBEHHO20 GIUSAHUSA HA  BbIICUBAEMOCb  NAYUEHMO8 C  CUHOPOMOM
Duzenmencepa  [48, 165]. Hasumauenue anmumpomMOOMu4ecKkux  cpeocme  Modcem
paccmampusamucs npu Hanuyuu apmepuanbHuix/ BEHO3HBIX mpom60308,
Gubpunsyuu/mpenemanus npedcepoutl, npagodiceryoouxosou CH [6, 160, 161].

He pexomenmyeTcss Ha3HAUYCHHWE MPSAMBIX WHTHOUTOPOB TPOMOWHA, MPSMBIX WHTHOUTOPOB
¢dakropa Xa naruentam ¢ JIAT, umerommm GUOPUILISAIINIO IPEJCEPINiA, B CBSI3U C OTCYTCTBHEM
noATBepkaeHus ux 3ddexrusHoctu [6, 15, 16].

PKO IIIC (YYP C, YO 5)

He pekomennyercs Ha3HAauyeHUWE aHTHArperaHTOB, KpoMe remapuHa, namueHtam c JIADIT npu
OTCYTCTBUM JIOTIOJTHUTEIBHBIX IOKA3aHWA B CBS3HM C OTCYTCTBHEM TIOJTBEPXKICHUS HX
s dexTuBHOCTH [ 15,16, 44].

PKO HLIC (YYP C, Y1 5)
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JAnyperuxku

[Tarmentam ¢ JII' pekomenayercs Tepamus «HETIEBBIMHY JUYpPETUKaMU IPU  3aJepiKKe
YKUJIKOCTH WJIA KJIMHUYECKHUX MPOSIBIICHHUSIX OTEYHOTO CHHApoMa [6, 12, 15, 16].

EOKIC (YYPC, YA 5)

KommenTapuii. [lpasooicenyoouxosas CH ceésaszana ¢ 3a0epickoli HCUOKOCMU, CHUNCEHUEM
NOYEUHO20 KPOBOMOKA U AKMUBayuell peHuH-aHeUOMeH3UH-AIbO0CmepoHo8ol cucmemol [19,
49]. PKU no npumenenuto ouypemurog y nayuenmos JIAI omcymemayiom, 00HaKO KIuHU4ecKuil
ONbIM NOKA3bl8Aem OMYemaugoe YayuuleHue CUMNMOMAMUKU NPU HA3HAYEHUU «NEemIeblXy
ouypemuxose nayuenmam ¢ 3acmounou CH. Ilenecoobpasno couemanue «nemiesvixy
OuypemuKkos (pypocemuo™*, mopacemuo) c aHmaz2oHucmamu anbO0OCmepoHa
(cnuporonakmon™*,  oniepeHoHn), Npu  BLIPAICEHHOM  3acmoe — C  UHeUOuUmopamu
kapboaneuopasel (ayemosonamuo™**) [16, 159, 163]. V nayuenmos, nonyuarowum mepanuro
ouypemuxamu, ciedyem peyisapHO OCYWeCmeEsaAmsb U3MepeHue Maccbl mena u onpeoeneHue
00vemMa Mouu, ucciedo8aHue apmepuairbHo20 0asieHusl, UCCIe080blanue YPOBHI KPeamuHUHA 8
KpO8U, UCCIe008aHUe YPOBHS HAMPUs 8 KpOSU, UCCIe008aHUe YPOBHs Kaalus 68 Kposu,
uccinedosanue ypoeHs X10puoos 6 Kposu. B ycnosusx evipasicennoii cucmemnou cunomoruu u
anacapku yenecooopasHo egederue Pypocemuda™> eHympueeHHo KaneibHo No0 KOHMPOTeM
apmepuanbHo20 0asleHUs], YeHMPAIbHO20 B6eHO3HO20 0dGleHUs U Nnoyacosoeo ouypesa. Ilpu
HaIuyuyu NOKA3AHUL MOJcem 00CyHcOamuvcs HA3HAYEHUe Bd30Npeccopo8 Noo KOHMPOleM

2eMOOUHAMUKU 6 YCIIOBUAX peAHUMAYUOHHRO20 omoeJieHUs.

Oxkcurenorepanus

Pexomenayercss mpoBOAUTH OKCUreHOTepanuio mnarueHtaM ¢ JIAIT mpu CTOMKOM CHIKEHUH
NapluuaJIbHOrO JaBJeHUs Kuciaopoaa B KpoBu MeHee 8 klla (menee 60 MM pT. cT.) uiau npu
HACBIIICHUH KPOBH KUCIOPO0oM < 92% B MOKOE MPH JbIXaHUH aTMOC(hEpHBIM BO3ayxoM [6, 12,
47, 125].

EOK IC (YYP CA, Y]/ 5)

KommenTtapuii. Oxcuecenomepanusi cnocoocmeyem cuuxcenuro JICC, ysenuuenuro CH u
VAYYUULeHUIO NepeHOoCUMOCU usuyecKux Hazpy3ok y nayuenmos JIAL, oonaxo docmosephvie
OaHHble 0 NOJIOAHCUMENbHOM GIUAHUU HA MeyeHue 3a00aesanus omcymemeyiom. bonvuuncmeo
nayuenmos JIAI npu omcymcemeuu omxpulmozo 08aibHO20 OKHA, 3a uckitouenuem ciyuaes BIIC
U J1e20YHO-CUCMEMHBIX ULYHMO8, UMEIOM J1e2KYI0 CeneHb apmepudibHOU SUNOKCeMUU 8 NoKoe.
YV nayuenmos c cunopomom Diizenmencepa OnumenvHas OKCU2eHOMepanus He 6lusem Ha

ecmecmeennoe meyvenue JIAI. T'unokcemus modxcem Ovimb 00yCl08IEHA CONYMCMEYIOUel
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namosocuell J1eeKux, JedeHue KOMOPOU 6 COYemaHuu ¢ OKcueeHomepanuel O1a20NpusimHo
enusem Ha meuenue U NepeHoCUMocms usuieckux Hazpy3ox y nayuenmos JIAI. Haznauenue
OKCU2EHOMEPanuy Modicem paccCmMampusamvcs 01 YIyyueHus: CUMRIMOMAMUKY U YMeHbULeHUs
Odecamypayuu npu ¢uzuuecxou naepyske [6, 12, 159]. Houuyro okcuecenomepanuio ciedyem

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

Cepaeynble IITMKO3UABI U Ipyrue cepAedHo-cocyaucTbie npenapatsl (ATX npenapatsl

AJIs1 JIedeHus 3a00/1eBaHUil cepana)

PexoMenayercs Ha3HaueHHe TUTOKCUHA™* manuenTam c JII' 1 KOHTpOoIIs 4aCTOTHI CepACUHBIX
CoKpaieHuii npu GpubpuIsuK npeacepaumii [6, 15, 16, 159].

EOKIB (YYP C, YA/ 5)

KommenTapuii. Dppexmusnocme oucoxcuna™* y 6onvuvix JIAI noxazana 6 omxpulmvix
HEepaHOOMU3UPOBAHHBIX UcCedosanusx. E2o nasnauenue nossonsem sameonums sHcenyo0ouKosslil
pumm y nayuenmos JIAI" ¢ maxucucmonuueckoi popmotii pubpuniayuu npeocepouii [12, 49].
He pexomennyercs HazHagate HHTHOUTOPHI AIID, aHTaroHUCTH perentopoB anruoreHsuHa ||,
BajicapTaH-+CaKyOUTPHUII, HHTHOUTOPHI HATPHIT3aBUCUMOTO ITEPEHOCYHKA TIIFOKO3HI 2 THTIa, OeTa-
aJIpeHOOI0KATOPEI, HBAOpaauu™** s nedyenus mamueHtos JIAT [6, 12, 16, 49].

EOK IIIC (YYP C, YA/ 5)

Kommenrapuii. B nacmoawee epems omcymcmsylom yoeOumenbHvle OAHHblE O NOab3e U
bezonacnocmu @vlulenepeducieHHblx Kuaccoe npenapamos y nayuenmos c JIAI. Haznauenue
paccmampusaemcst 8 COOMeemcmeaul ¢ NOKA3aHUAMU NPU HATUYUL CORYMCMEYIouieti Namoio2uu

¢ yuemom 603modxcno2o cHudicenus CB ecnedocmeue cunomonuu u 6paouxapouu.

AHeMus M Kesie301eUIIUTHOE COCTOSTHHE
PexoMeHnayeTcst MpoBOUTH KOPPEKIHIO JedUIUTA )Kelle3a 1 JIeUeHUEe aHeMuu y narueHTos ¢ JII
JUTSE PO HIIAKTHKHI TIPOTpecCHpoBanus 3aboneBanus [6, 12, 15].
EOKIC (YYPC, Y 5)
[Ipu OTCYTCTBMM aHEMHUU PEKOMEHJIOBAHO PACCMOTPETh KOPPEKIHI0 neduimTa Keneza y
nanuentos JIAT [12].
EOK IIaC (YYP C, YA/ 5)
KommenTapuii. V nayuenmoe ¢ JIAI' depuyum oiceneza accoyuupyemcs ¢ HapyuieHuem
dyHKYyUU  MUOKAPOA, NOBLIUEHHBIM DPUCKOM KIUHUYECKO20 YXYOUleHUs U CMepmHOCU
Hezasucumo om msaxcecmu anemuu [12, 15]. Heduyum sxceneza ycmanasnusaemes npu ypogHe

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

JIAL', accoyuuposannoii ¢ CC/H, y 56% nayuenmos c cunopomom Jduzeumenzepa [12, 165]. V
scex nayuenmos JIAI pekomenoyemcs npogooums pe2yiapHulil MOHUMOPUHE COCMOSIHUSA Jicelle3d
(uccnedosanue yposms dicenesa coleOpoOmMKU KPOBU, UCCIeO08AHUE YPOSHS (heppumuHa 6 Kposu,
uccneoosanue Hacvlujenus mpavcgeppuna sxcenesom). PKU no cpasnenuro sgpgexmuenocmu
NepopanbHLIX U 6HYMPUBEHHBIX (YOPM npenapamos dcenesa y nayuenmos ¢ JIAI omcymcemeyrom.
Dpgexmusrnocmo npenapamos, cooepcawux sxnceneza (ATX BO3A) mosxcem 6vimob crudicena y
nayuenmos ¢ JIAI' [166, 167].

Jns mpoduIakTUKM KIMHMYECKOro yXynaumieHus y mauueHtoB ¢ JIAIT mpu  pasButum
GUOPpHILIISIIAY TIpEeNICEPMiA CIIEAYET PACCMOTPETh CTPATErHI0 KOHTPOJIS PUTMA C MPOBEJCHHEM
HapyKHOU S3JIEKTPUUYECKON KapauoBepcuu (nehuOpuIUsIIMs) U MOCIeIyIONNM HazHAYeHUEM
amuomapona** [12, 15].

PKO I1aC (YYP C, Y1 5)

KommenTtapuii. ¥V nayuenmos c¢ JIAI' npeobnadaiom naodxiceny0ouxkosvie maxuapummuu u
Gubpunnayusa npeocepouti [6]. Pazsumue pudbpunnayuu/mpenemanusn npedcepouti npusooum K
KAUHUYECKOMY — VXYOUleHUio, paszeumuro u Oekomnencayuu npagodicenyoouxosoiu CH,
accoyuupo8ano ¢ yeenudenuem pucka cmepmuocmu. Boccmanosenenue cunycogozo pumma
cnocobcmeyem  YIyyuleHuro KIUHU4ecKkoeo COoCmosaHus, cHudxcenutro ypogus NT-proBNP u
yayuuenuio gvidcusaemocmu nayuenmos ¢ JIAI' [12]. Memoowvl 6éoccmanosieHus CuHyco8o2o
pUmMa 3asucsam om xapakmepa HapyueHutl pumma u KIUHU4ecKo20 coCmosiHus 601bHo20. YV
nayuenmos ¢  mpenemauuem — npeocepouil  ciedyem — pacCMOmMpemv  GblNOIHEHUe
paououacmomHou  aOaayuu  ApUMMOLEHHbIX 30H  KABOMPUKYCRUOAIbHO20 UCMMYCA  UIU
MoOupurkayuy ampuoseHMpUKyIApHO20 COeOUHeHUs NPU NAPOKCUBIMATbHOL peyunpokHot AB-
y310601 maxuxapouu. Y nayuenmog c guopuinayuei npeocepouti npu JII' paouovacmomnas
abnayusi 1e204HbIX 6eH He evinoansemcs. llpu necmabunvHol 2emMoOuHamuKe npoeoosamcs
ceepxuacmas CMUMYIAYUs, SAeKmpudeckas u MeouKxameHmosHas Kapouosepcus. Ilocne
VCHEeWHOU paouo4acmomuol abnayuy apummozennslx 301 NAYUEHMbl 0ObIYHO He HYHCOAIOMCS 8
AHMUAPUMMUYECKOL mepanuu, npu 6vloope Opy2ux Memooo8 B0CCMAHOBIEHUS CUHYCOBO20
pumma HasHavaemcs amuooapon™* [1591.a.i.159, 168]. IIpu neeo3moxcnocmu 60cCmano8ieHus

CUHYCOB020 pumma NPUMEHAENICA PUMIM-YPeNCAIoW Al 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/TOKCHMHOB NpPU HAIHYUH
HOJIOKHUTEIBHOI0 Ba30PEaKTUBHOIO TECTA; IPH OTPULIATEILHOM TECTE Ha Ba30PEaKTUBHOCTb UIIH
y mnauueHtoB ¢ apyrumu  ¢gopmamu JIAIT mpuMEHSIOTCS MSITh KJIAccOB JIEKAPCTBEHHBIX
IpenapaToB MaTOTC€HETHYECKOro NeHCTBUS, J0Ka3zaBIIMX 3()(EeKTHBHOCTE UM 0€30MacHOCTh —
ADP, wunaruburopsr ¢ocponuscrepassl 5 tuna (MDOAD-5) crumymsaropsr pl'Ll, anamorn
npocranukiarnHa ([1L[) (mpocranounsl) (ATX, AHTHAarperantbl KpoMe TelapruHa) arOHUCTHI

peuenropos I ( [12, 15, 16].

3.2.2.1. BiokaTopsl KajlblMeBbIX KAHAJIOB
Pekomenayercss HazHaueHHe  OJIOKATOPOB  KaJbI[MEBBIX  KAaHAIOB —  IPOU3BOIHBIX
muraaponupuanHa Wik #nuntuazema 240-360 Mr B CyTKHM IS JICUCHUS IAIMCHTOB
uauonatudecko, HacnenctseHHon JIAL, JIAI' npu nmpueme JiekapCTBEHHBIX IpenapaToB Ipu
HAJIMYHMH T0JI0XKHUTEIBHOTO Ba30peakTUBHOro TecTa [6, 12, 15, 16].
EOK IC (YYP C, Y1 5)
KommenTtapuii. Tepanus BKK npodemoncmpuposara 3¢pgpexmusnocms 6 HebOIbUOU
nooepynne nayuenmos c JIAI' — HWIIAL, HJIAI' u JIAI', accoyuuposanmnoii ¢ npuemom
JIEKAPCMBEHHBIX NPenapamos, UMerWUx NOJONCUMENbHLIL B8A30PeaKMUBHbINl mecm npu
omcymcmeuu aenrenuti npagogcenyoouxkosou CH [120]. Bvibop BKK 3asucum om ucxoouou
YaACmMomoel CepOeyUHbIX COKPAWEHUU: NpU CKIOHHOCMU K CUHYCOBOU MAaXukapouu cieodyem
Haznavamo #ounmuazem 240-360 me, npu HOpmanbHOU yacmome cepOeyHbIX COKPAUEHUL —
#amnoounun  10-15 me uru #uugpeounun 120-240 me [16]. Tepanuro BKK nauunarom c
MUHUMATBHOU O03UPOBKU C NOCMENeHHbIM MUMPOBAHUeM 003bl 00 MAKCUMATbHOU NOO
KOHmMpoliem apmepuaibroco oasienusi u neperocumocmu (Taon. 12. Ipunoscenue A3). Ilpu
HEeBO3MOINCHOCMU HA3HAYeHUsl 8blcokux 003bl BKK cnedyem paccmompems HezameonumenbHoe
npucoeounenue opyeux JIAI-cneyughuueckux npenapamos [16].
He pexomeHmyercs Ha3HauaTh Tepamuio BepamamuiomM™* marueHtam c JIAIT B cBs3u ¢
OTpHIIATEIBHBIM HHOTPOIHBIM 3¢ dektoMm [6, 15, 16, 47].
EOK IIIC (YYP C, Y/ 5)
He pexoMenyercs Ha3HaYaTh OJOKATOPHI KAITBIIMEBHIX KAHATIOB IMAIMEHTaM C UINOTIaTHIECKOMH,
HacinenctseHHon JIAD, JIAI' nmpu mpueme JieKapCTBEHHBIX IPENAapaToB MPU OTPULATEIBHOM
Ba30PEaKTUBHOM TECTE MM HEBO3MOXKHOCTH €ro mpoBeneHus [6, 15, 16].

EOK ITIC (YYP C, Y] 5)
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He pexoMeHayercs Ha3HaueHUE OJIOKATOPOB KalbIIMEBBIX KaHAIOB ISl JICUCHHS MAllMEHTOB C
acconuupoBanHbIMU (opmamu JIAI' mpu OTCYTCTBMM NOKa3aHMWN K Ha3HAYCHHIO 3TOrO Kiacca
npenaparos [12, 15,16].

EOK IIIC (YYP C, YA/ 5)

PexkoMenyercst mpoJOHKUTh Tepanuio 0J0KaTOpaMH KallblIMEBBIX KAHAJIOB B BBICOKUX /033X Y
nanuentos MJIAT, HJIATL, JIAI' npu npueme JeKapCTBEHHBIX IpENnapaToB IpU AOCTHKEHUU
OJIM3KUX K HOpMaJIbHBIM 3HaueHuM nokazareneit remoauHamMuku (cpdJIA <30 mm pt. Ct. 1 JICC
<4 en. Byna) no nanaeiMm UBKC u -1 ®K (BO3) [12].

EOKIC (YYP C, Y1 5)

Y DanMeHTOB C IOJIOKUTENIBHBIM Ba30PEAKTUBHBIM TecToM, mnoaydaromux bKK npu
HEJOCTI)KCHUN ONM3KUX K HOpMaJbHBIM 3HaueHUH mokazareneid remonuHamuku (cplJIA <30
MM pT. cT. U JICC <4 en. Byna) no nanueim UBKC, coxpanenuu -1V ©K (BO3) caenyer
paccMmoTpeTh Borpoc o npoaomkenun nedenus BKK coBmectHo ¢ ADP, ctumynsaropom pI'Ll,
NDJID-5, npocTaHouaamMu, aroHUCTOM penentopoB npocrauukinHa (ATX AHTHarperanThl
kpome renapuna) (APIT) [12,15,16]

EOK IIaC (YYP C, YA 5)

KommenTapuii. Yepez 3—4 mecaya nocne navana mepanuu BKK nayuenmol ¢ nonoscumenbHvim
BA30PEAKMUBHbLIM ~ MECMOM — OO0NNCHbL  OOCMUSHYMb  GblULEYKA3AHHBIX — noKazameinel
eemoounamuky no oawHvim YBKC npu [-II ©K (BO3) [12]. Ilayuenmor ¢ 00120CpOYHOLL
agpgpexmusnocmovio BKK ecmpeuaromces kpaiine pedko u mpedyiom muamenbHo20 Habao0enus
OJIsl CB0E8PEMEHHOU ICKANAYUU mepanuu 3a cuem npucoeourenuss opyeux npenapamos JIAI -

cneyuguueckou mepanuu [16].

3.2.2.2. AHTarOHHMCTBI IHAOTEJINHOBBIX PeLlENTOPOB
Ounmorenuu-1  (OT-1) — menTHJ DHAOTENUATBHOTO MPOUCXOXKICHUS,  BBI3BIBAIOLINIA
BA30KOHCTPUKIMIO M NPOJU(Epaluio TJIaJKOMBIIMIEYHbIX KIJIETOK COCYJIUCTOH CTEHKH,
aKTHBAlLIMIO CHUHTE3a OEJIKOB BHEKJIETOYHOrOo MaTpukca (ubOpobiiacTaMu NpU CBS3bIBAHUHU C
peuentopamu THna A (OTA) [169]. BosneiictBue OT-1 nHa peuentopel Tuma B (OTB)
OHOTENINAIBHBIX KJIETOK 3a CUET YCWJIEHUS KIMPEHCA B JIETKUX U IOCPENCTBOM YBEIMYEHUS
npoaykuun NO u IIL[ crumynupyer Bazoamiaranuio. B Hacrosiiee Bpems 10Ka3aHO, UYTO
knuHu4eckass 3¢dexktuBHOCTh ADP mnpu cenextuBHOM Onokane OTA-peunentopoB wiu
HECEJIEKTUBHON OJIOKaZe pPelenTopoB OOOMX THUIOB SIBISETCS COMOCTaBHUMOM, a pa3iuyus
onpeaensoTcs (HapMaKOKMHETHYECKHMMH OCOOEHHOCTAMHU TpemaparoB [6, 15, 16, 170]. B

Poccuiickoit @enepaunn ans nedenust JIAIT onoOpenst Tpu ADP: ceneKTUBHBIM aHTaroHUCT
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OTA-penentopoB amOpu3zeHTan**, HecenekTuBHbIE ADP 603eHTan™* m ManuTeHTan*™* (Tabnuma
A3.1 (ITpunoxenue A3) [15]. Pexomenayercs exeMecsuyHOE OMNpEACNICHUE AKTUBHOCTH
acrmapTaraMHHOTpaHcdepa3bl W alaHWHAMHHOTpaHcdepassl B KpoBH Ha (OHE IpHeMa
AQHTaroOHUCTOB SHOTEIMHOBLIX perenTopoB (ATX AHTHUTrUNIEpTEH3UBHBIE CPEICTBA [T JICUCHUS
JIETOYHOM apTepUallbHOM runeprensun) [6, 15, 16, 169].

PKO IB (YYP C, Y1 5)

PexoMennyercs uccienoBaHue ypoBHs oOIIero reMoriioOnHa B KpoBW y marueHtoB ¢ JIATL,
noayvaromux ADP [6, 170].

PKOIB (YYP B, Y111 2)

Kommenrapuii. /[o nHauana neuenuss u 6 xo0e OUHAMUYUECKO20 HAONIOO0EHUs PEeKOMeHOYemcs
edlcemecsaunoe onpeoenenue aKmMueHoOCmu acnapmamamuHompaucgepazol u
ANAHUHAMUHOMPAHCepazvl 68 KpoBU C Y4emom pUCKa 2enamomoKCU4HOCMU U 0buje2o
(krunuuecko20) ananuza Kposu 6 ces3uU ¢ 6ePOSIMHOCIbIO CHUICEHUSL YPOBHSL 2eMO2TIOOUHA.
Pexomenyercs afekBaTHast KOHTpaLEHIys y Bcex naruenTok ¢ JIAT, monyuatomx ADP [6, 12,
15, 16].

PKO IB (YYP C, Y1 5)

KommenTapuii. ADP obradaiom mepamozcenuvim Oelicmeuem u npomueonoKa3aHvl 60 8pems
bepemennocmu [6, 15]. Ilpu nasnawenuu 6ozenmana™* neobxo0umo npumeHnenue OBOUHOU
KOHmMpayenyuu 8 C8A3U C MeNCIeKaApPCMEEeHHbIM — 83aumooeticmeuemM npenapama ¢

20PMOHANIbHLIMU KOHMPAYenmueamu cucmemno2o deticmeus [12, 16].

AMOpu3eHTaH** — HeCcylb(OHAMUHBINA CeNeKTUBHBIA aHTaroHucT DTA -penenTopoB B JIBYX
tane6o-kouTpommpyemsrx PK ARIES-1 u ARIES-2 nokasan 3QQeKTHBHOCTD y MAIIEHTOB
JIAT' B OTHOLIEHMM CHUMITOMOB, YJIYyYIIEHUS TMEPEHOCUMOCTH (PU3MUYECKONH Harpy3ku H
IapaMeTpoB 'eMOJIMHAMUKH, YBEIMUEHUSI BpPEMEHH 10 KJIMHUYecKoro yxyamenusa [49, 170]. B
PKU mnonarBepxkneHa s¢dextuBHOCTh mnpenapara y mnanueHtoB c¢ WJIAL, HIIAT, JIAT,
accoununpoBanHoit ¢ Ct3CT, nmetomux Il-111 ®K (BO3). [Ipu HazHaueHun amOpuszeHTana™* B
cyrouHo# 703e 5 u 10 Mr orMedanoch yBEeTMYEHHE YaCTOThl MepU(eprHuecKux OTEKOB IPH
HHU3KOW BEPOSTHOCTHU TOBBIIICHHsI YPOBHS MeYeHOYHbIX TpaHcamuHas (0,8-3%) [12, 169, 170].
PekoMennoBaHo Ha3zHaueHue amOpu3eHTaHa** mamuentam JIAIT  jang  ynydmieHus
MEePEeHOCUMOCTH (U3NYECKOW HArpy3ku M 3aMelUIeHHs] IPOrpPEeCCUPOBAHUSA KIMHHUYECKHX
cumnTomoB [6, 15, 16].

EOK IA (YYP C, YA 5) nas nauuentos I1-1IT ®K

EOK IIbC (YYP C, Y1/ 5) nas nanueaToB IV ®K
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Bosenran** — necenekruBHblii ADP, GroKupylomui penentopsl 3HA0TENNHA TUIIOB A U B,
J0Ka3al yJydlleHHe MepeHocuMocTH ¢usnueckoil Harpysku, PK (BO3), mnoxazareneit
reMOJIMHAMHUKH U YBEJIHYECHUE BPEMEHH JI0 KJIMHUYECKOro yxyairenus B mectu PKU (Study-351,
BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) y namuentoB ¢ WJIAT,
JIAT-C13CT, cunnpomom Ditzenmenrepa [6, 16, 171]. bosentan** y B3pocibix Ha3HayaeTcs B
no3e 62,5 Mr ABa pa3a B CyTKH C IOCJIEYIOLIUM yBEIMYEHHEM 0361 10 125 Mr /1Ba pas3a B JieHb
yepe3 4 HEACTH TMOCie KOHTPOJS J1adOpaTOpHBIX TECTOB. [l0303aBHCHUMOE TOBBIIICHUE
AKTUBHOCTH TEYEHOYHBIX TpaHCcaMUHa3 MokeT Habmomathes y 10% manuenToB (oOpaTumoe
1OCJI€ CHUIKECHHUS JI03bl WM MPEKPAIICHUS JICUYCHHS ), YTO TPeOyeT THIATEeIbHOTO €KEMECUHOTO
KOHTPOJISI TEUYECHOYHBIX TECTOB - OIpPENEICHHE AKTUBHOCTH aclapTaTaMHHOTpaHC(epasbl H
aaHuHaMuHOTpaHcdepassl B KpoBu [172]. B kauectBe Hambojee BEPOSITHOTO MeXaHH3Ma
TIOBBIIICHUSI YPOBHSI TICYCHOYHBIX ()EPMEHTOB PAacCMATPUBAIOT MHTHOMPOBAHUE TPAaHCIIOPTA
XKeuHbIX couield [174]. Ha dhone mprema 603eHTaHa™** MOKET CHIYKATHCSl YPOBEHb I'eéMOTII00NHA,
pa3BUBAIOTCS MEPUPEPUIECKUE OTEKH.

CrnenyeT yuuThIBaTh IIMPOKHM CHEKTP MEXKJIEKapCTBEHHBIX B3aUMOJEHCTBUI Oo03eHTaHa™™ ¢
npernapaTtamM, KOTOPbIe METa0OIM3HPYIOTCS B TEYCHH C Y4YaCTHEM CHCTEMbI IUTOXPOMOB
CYP3A4 u CYP2C9. Ha one nmpuema 603eHTana™* cHmxaercst 3pheKTHBHOCTh TOPMOHATBHBIX
KOHTPAIICTITUBOB CHCTEMHOTO JEHCTBHsI, YTO TpeOyeT NPUMEHEHHUS JBOHHBIX METOJOB
KOHTparemniuu, u BaphapuHa**. CoBMECTHOE HMCIOJIb30BaHUE O03eHTaHa™* W cuimeHadwuia
NPUBOAUT K CHWXKEHHMIO KOHIEHTpauuu nocienHero Ha 50% c yBenTMYeHHEM KOHILEHTpaluu
6o03enTana** Ha 50%, 4TO yBEIMUMBAET PUCK IreMaToTOKCHIHOCTH [172].

Pexomenayercss HasHauenwe Oo3eHTaHa™* manumentam ¢ WJIAL, JIAT na ¢one C13CT,
CHUHJIpOMOM Dif3eHMeHTepa AJs yIIyUdlIeHUs IEPEHOCUMOCTH (PU3NYECKUX HArPY30K U CHUKEHHUS
YaCcTOTHI TOCIUTATM3ALMI 10 npuunHe yxyamenus JIAL [6, 15, 16].

EOK IA (YYP C, Y/ 5) nasa nanuenton 1I-1I1 ®K

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

PexomeHyeTcst MCIONIBb30BaTh JABOMHON METOJ KOHTpaleniuu Ha (oHe mpueMa 0o3eHTaHa™*
IS TpeynpexaeHus bepemenHoctu [12, 15].

PKO IC (YYP C, VI 5)

MaunuTtentan** — HecenekTuBHBIH ADP ¢ BBICOKOM TKaHEBOW CHEIM(PUUHOCTHIO CITOCOOCTBYET
VIYYIIEHUIO TEPEHOCUMOCTH (DU3MUECKUX HArpy30K M CHIDKaeT PHUCK 3a0ojeBaeMoCTH/

cmeptHOCTH nanueHToB JIAL npu oneHke KOMOWHHPOBAHHON KOHEYHOMN TOYKHM, BKIHOYAIOIIEH
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BpeMsl JI0 HACTYIUICHHUS MEPBOTo coObITHs mporpeccupoBanust JIAL (kinHUYeCKOe YXYIIIEHHE,
aTPUOCENITOCTOMHUSI, TPAHCIUIAHTALUS JIETKUX, MOTPEOHOCTh B HA3HAYCHUU MApPEHTEPATBHBIX
AHAJIOTOB MPOCTAIMKIIMHA WJIM CMEPTHOCTH OT JIFOOBIX MPUYMH IO PE3yJIbTaTaM JIUTEILHOTO
MHOTOLICHTPOBOTO JIBOMHOTO cienoro marnedo-kontposmpyemoro PKU SERAPHIN [50]. ¥V
nauueHToB JIAI' BwisiBiaeHo noctoBepHoe cHukenwe JICC wm moBeimenue CH, nokazana
3G(EeKTUBHOCTh  TEpamud  MAIUTEHTAHOM™*  HE3aBUCMMO  OT  MPEAIIECTBYOIICH
JIAT cnieun¢uyeckoii repanuu MDD-5 unm HHTaISIMOHHBIME IPOCTAHOUIAMHU.
MarnuteHTan™* o0jagaeT XOpPOUIUM CIIEKTPOM O€30IMacCHOCTH: JacToTa 0osiee 4eM 3-KpaTHOro
MOBBILICHHUS TPaHCAMUHA3 U pa3BUTUA NepuPEepUYECKUX OTEKOB HE pasiuyajiach B Ipymmnax
JICYCHHsI, YTO YKa3bIBaeT Ha OTCYTCTBHE TIeMaTOTOKCUYHOCTH Npenapata. [lpu HazHaueHUH
MalMTeHTaHa** JOCTOBEpPHO Halle B CPaBHEHUM C Ianed0 OTMeYajach aHEMUs: CHHKCHHE
ypoBHs remorioouHa <8 r/mn Habmoganocs y 4,3% nanueHToB, MOJIy4YaBIIMX MallUTEHTaH** B
no3e cyrounor 10 mr [50]. Mamutentan™* — eauHCTBEHHBIN mpenapaT, 3¢(GEeKTUBHOCTh U
0€30MacHOCTh KOTOPOI'0 M3y4YeHa y MallMeHTOB C MOPTOIYJIbMOHAJIbHON runeprensueit B PKU
PORTICO [127]. 3HaunMbIX MEXJIEKapCTBEHHBIX B3aMMOJCHCTBHI y MalMTEeHTaHa**, B TOM
Yrclie IPYU COBMECTHOM Ha3HAYEHUHU C CHIIICHA(DUIOM, HE OTMEUEHO

[6, 12, 15].

Pexomennyercs HasHaueHue MauureHTaHa** panuentam ¢ JIADI gng ynydiieHus
(YHKIIMOHATIBHOTO CTAaTyca U MPEIOTBPALICHUS IPOrpeccpoBanis 3aboneBanus [6, 15, 16].
EOK/PKO IB (YYP C, YA 5) nas naiuentos I1-111 ®K

EOK/PKO IIbC (YYP C, Y/ 5) nas nauuentoB IV ®K

3.2.2.3. Uuruéuropsl ¢pocdoamnidcrepasbl 5-ro Tuna

B martoreneze JIAI' jpokazana posb  curHambHoro mytd  NO-pI'Ll-nmkmmueckuit
ryanosuaMoHodocdat (I MD): addektsl okcuaa azora peanusyrorcs mytem aktuBamuu pl 1 u
yBenudeHus cuHTe3a il M@, perympyroniero peaakCcanuio riIaJKoOMBbIIIEYHbIX KIETOK COCY0B,
POHUIIAEMOCTh SHAOTENHS, IPOIECChH MPOon(pepalui U BOCHaIEHHs], arperauio TpoMOOIIUTOB
[49,125]. B cocymax userkux mnagueHToB ¢ JIAI' 3HAUMTENBbHO TIOBBIIEH YPOBEHb
docdoaurcrepasbl 5-ro Tuna- ¢pepmenta, HuBenupyroimero 3¢pdexrsr 1’ M, kak BTOPUYHOTO
meccerprepa NO.

Cuagenadui —nepsoiit UDJID-5, onobpennslit nis neuenus nanueHtos ¢ JIAL [15, 16]. B 4-x
PKU y nanuentoB c JIAI' mpemapaT NpoJeMOHCTPUPOBAN IOJOKUTENBHOE BIUSHUE HA
ePeHOCUMOCTh pu3rueckux Harpy3ok, @K (BO3), remomunamudeckue mapamerpsi [6, 12, 173].

[Ipenapar na3znagaetrcss B q03¢ 20 Mr Tpu pasza B JI€Hb. BOJBIIMHCTBO MOOOYHBIX A(HPEKTOB
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cunjeHaduia BbIpaXKEHbl B JIETKOM WM yMEpPEHHOW CTENEeHHM U, B OCHOBHOM, CBSI3aHBI C
Bazo wuaTanuei (rooBHas 00k, THIIEpEMUS JIUIIa, HOCOBOE KpoBoTeueHue) [173, 174]. B miane
MEKJIEKAPCTBEHHBIX B3aWMOJICUCTBUN CIIEYET yYUTHIBATH PUCK MHOTOKPATHOTO YBEIHMYCHUS
KOHIEHTpaluu cuiiaeHaduia Ha GoHe MpueMa BbICOKOAKTUBHOM aHTUPETPOBUPYCHON TEPAIIUU.
VY manueHToB, MOJyYaloluX HHIHOUTOPHI MPOTEa3, cOO0IAIOCh O 3HAUUTEIHHOM MOBBIIICHUN
koHueHTpauui UPJ3-5, yto TpedyeT Ha3HAUEHUS B HU3KHX J103aX C TIIATEIbHBIM KOHTPOJIEM
NOTEHIMATIBHBIX MOOOYHBIX 3¢ (eKToB, BKIOYas TUnoToHHio [175]. OmHako B PyTHHHOM
MpaKTUKE U3MEHEHHUsI IO3UpOBaHus cuiieHadmia y nmanueHToB ¢ JIAI'-BUY, kak npaBuiio, He
TpeOyercs. CoBMeCTHOE MPUMEHEHUe cuiieHaduia, MOJICHIOMUHA, OPraHUYeCKUX HUTPATOB U
puonuryara** mpoTuBOIOKa3aHO M3-3a PUCKA THIIOTEH3UN U CHHKOIATBHBIX COCTOSHUH [6, 12,
174].

PekoMennoBaHo HazHaueHWe cuiaeHaduiIa i YIYYIICHUS NEPEeHOCHUMOCTH (DU3MUecKux
Harpy3o0K 1 GpyHKIIMOHAIBHOTO cTaTyca nanueHToB ¢ 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 — nepopanbusiit UDJ13-5 ansg npueMa ouH pa3 B CyTKH (IIEPHO/T MOTYBbIBEICHUS
17,5 gacoB) [5]. B PKU PHIRST y 406 manuenToB ¢ JIAI, monmy4aBmmx Tamanadur B 103axX 10
40 mr B cyTkH (53% HaxoamiIuch Ha 0a30BOM Tepanuu 003EHTAHOM), [TOKA3aHBI TOJIOXKHUTCIILHBIC
3¢ dexTsl JeueHuss Ha NIEePEeHOCUMOCTh (PU3MUYECKUX HArpy30K, BHIPAKEHHOCTh CHUMIITOMATHUKH,
MOKa3aTen TEeMOJAMHAMUKH C YBEIMYEHHEM BPEMEHU [0 KIMHHUYECKOTO YXYALICHUS
[12,16,331,335].
[Tpoduns HA conoctaBuM ¢ TakoBBIM TP MpUMEHEHNH cuiaeHaduna. OHAKO B HCCIIEIOBAHUN
SITAR y 35 maunumentroB ¢ JIAI' mokazaHo, yTo mepeBoj ¢ cuwijleHaduiaa Ha Taaaizadui
COIIPOBOKIANCS OOJBIIEH YyIOBJIETBOPEHHOCTHIO TMAIMEHTOB KAdyeCTBOM JIEYEHHSA. ITO
MO3BOJIIET paccMaTpuUBaTh TaKyl0 3aMEHy y TMalUEHTOB C BBIPAKEHHBIMU I1O0OOYHBIMU
sa¢dexkramu Ha Gone mprema cueHaduia [332]. PekomennoBannas no3a cocrapiser 20-40 mr
OJIHOKpaTHO B cyTkH [12,16]. CneayeT Ha3HavaTh Tafanaduia B HU3KHUX J03aX C TIIATEIHHBIM
KOHTPOJIEM MOTEHIIMATBHBIX TOOOYHBIX 2P PEKTOB, BKIIOUAS TUITOTOHHIO

e PexomeH10BaHO Ha3HaueHUE TajajdaduiIa Uil yIy4lIeHus ePeHOCUMOCTH (PU3NIECKUX

Harpy3ok u gyHkimoHansHoro craryca naruentos ¢ JIAT 1I-11T ®K [12,331].

EOKIB (YYP C, YAA 5) nas nauuentos 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 crumynsatop pl'L, umeeT 1BOMHON MEXaHU3M JICHCTBUS:
cencubumusupyert pl'L] x s3rmorernomy NO myTem cTaOWIN3aluy UX CBSI3H, a TAK)KE HAPSIMYIO
CTUMYJIUPYET (PEepMEHT uepe3 APYyroi ydactok cBszu, HezaBucumo oT NO [176]. B otnuune ot
NDJID-5, koTopsie npeaynpexaarT aerpaganuio ul'M®, crumynstops! pl'l] noBsimarT ero
MPOAYKIHIO B YCIOBHUSX HAPYUIEHUM OKHCIMTEIbHO-BOCCTaHOBUTENbHOTO craryca pl'l] [174,
177, 178]. B 12-nenensHOM JBOMHOM cienoM 1ianebo-koHTpoiaupyemom PKM PATENT-1
npoJieMOHCTprpoBaHa 3G PeKTUBHOCTH puonmryara*™* y marmuenton ¢ JIATI (n=443) (44% u 6%
Ha ¢one Teparmnu ADP wim ananoramu [11] cooTBeTCTBEHHO) MPU HA3HAYCHHUH B J103€ 10 2,5 MT
3 pa3a B J€Hb C YJIyudlIeHHEM KIMHUYECKOW CHMIITOMATHUKH, MEPEHOCUMOCTU (HHU3MUECKHUX
Harpy3ok, remoauHamudeckux napamerpoB, @K (BO3), yBenuueHueM BpEeMEHHU 10 Pa3BUTHUS
KkiuHu4eckoro yxyamenus [177]. Ilo naHHBIM OTKpBITOTO JIBYXJIETHETO MCCIIEA0BaHUS
PATENT-2 nByxueTHsisi BeDKHBaeMocTh nanueHToB ¢ JIAT Ha ¢one Tepanuu puonuryatom™*
coctaBuiia 93%, npu 3ToM y 79% nanueHToB He Ha0II01a0Ch KIMHUYECKOro yxyameHus. 83%
MAIMEHTOB Yepe3 JiBa ro/1a MPOJI0JDKAIN PUEM puoruryata** B kauectse Mmonotepanuu [178].
Puoruryat** o0magaer XOpoOIIMM CIEKTPOM O€30MacHOCTH, NMPOGUiIb MOOOYHBIX 3(P(HEKTOB
puonHryaTa aHajgorndeH rakopomy y MdJ13-5 [49].
Tutpanus puonuryata** ¢ 103l 1 Mr Tpu pasa B IeHb OCYIIECTBIISETCS KaX/bIe JIB€ HEJENU Ha
0,5 mr 3 paza B IeHb 110J] KOHTPOJIEM MIEPEHOCUMOCTHU M YPOBHS CUCTOJIMYECKOTO apTepUATBHOTO
JIaBJIeHUs (B MOJIOKEHUH CUJISL B TIOKOE=>95 MM PT. CT.) 10 MAKCUMaJIbHOM CyTOYHOM J103b1 7,5 M.
Cnenyer uHGOpMUpPOBATH MAIMEHTOB O HEOOXOJAMMOCTH OTKa3a OT KypeHUs C YYETOM
CYLIECTBEHHOI'O CHWXXEHHs KOHLEHTpauus puounuryata** B kpoBu [177]. Puonmryar**
IPOTHBOITOKA3aH MPH OEPEMEHHOCTH, MOCKOJIbKY 001a1aeT TepaToreHHbIM s dexTom [15, 16].
PexoMeHni0BaHO Ha3zHaueHHE pHOLUTyaTa*™* i yJIydlmIeHUs] MEPEeHOCHMOCTH (PU3NYECKUX
Harpy3ok, yiayumenus @K (BO3) u npenotrsparienus nporpeccuposanus JIAI [6, 15, 16, 177].
EOK IB (YYP B, Y/ 2) nias nauuentos II-111 ®K
EOK IIbC (YYP C, YA/ 5) nos nanuentos IV ®K
He pexomennyetcst komOuHanus puonuryara®™* u UdJ1I-5 uz-3a pucka pa3BUTUS CUCTEMHOU
THIIOTOHUY U IPYTUX 000YHBIX 3 dekToB [6, 15, 16, 174,335].
EOK IIIB (YYP C, Y/ 5)

3.2.2.5. Anajiorn mnpocranukjauHa (mpocranouabl) (ATX AHTHArperantbl Kpome
renapuHa)

OnHO#l M3 MaTopU3MOIOTUYECKHX MHUIICHEH Ui JIeKapcTBEHHOro Bo3jaeucTBus mpu JIAT

SABJIACTCA HAPYHICHUC CHHTE3a HH — MOIOHOI'0 BaszoauJIaTatopa € LOUTOINPOTCKTOPHBIM,
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aHTUTIpoJIM(pepaTUBHBIM, TPOTUBOBOCTIAIUTEIBHBIM U Ae3arperanTHbM 3¢ dektom [179]. Ero
JeiicTBUE ocylecTBisieTcss depe3 aktupauuio peuentopos I (IP) 3a cuer yBennueHus
HPOAYKIUH UKINYECKOTO aJeHO3uHMOHO(ochaTa. B KIMHNUECKOH TpakTUKE ISl KOPPEKIHU
nedunuta [T mpuMeHsIIOTCS €ro CHHTETUYECKHE aHATIOTH — IPOCTAHOU/IBL.

HNaonpocr — enuHCTBeHHBIM craOwibHbBIA  aHamor [II[ B a’pos3onmbHON  dopme,
3aperucTpupoBaHHblil B Poccuiickoit ®@enepanuu, npumensiercst 6—9 paz B CyTKH € IIOMOILBIO
mesh HeOynaiizepa B J103¢, SKBUBAJICHTHOW  COJCpXKaHUIO 2,5—5 MKI mperapara Ha ypOBHE
anbBeosl. D(PPEeKTUBHOCTh MHTAISIIMOHHOTO HJIONMPOCTa oleHuBasiach B 12-HemensHoM PKU
AIR-1 y panee He mojydaBImIUX JiedeHUs nanueHToB ¢ JIAI m HeomepabenpbHBIMH (GopMaMu
XTOJT HI-IV ®K (NYHA) [180]. Ha ¢one Tepanuu UIOMPOCTOM OTMEYAIOCH JTIOCTOBEPHOE
YIIyqIlIEeHUE TOJIEPAHTHOCTH K (prsmueckoit Harpyske, @K (BO3), mokaszareneit reMoquHAMUKY 1
KIIMHUYECKUX COOBITUI MpPH MpHUeMe WUIIONPOCTa MO CPaBHEHUIO ¢ rpymmoi rane6o. OnHako
JUIUTETIbHAsT MOHOTEpanusi WJIOMPOCTOM HE MPHUBOJAWIA K YIYUYIICHHIO BBDKMBAEMOCTH U
3a0oneBaemMoct  [181].  IlpenmoutuTenbHO  MPUMEHEHME  WJIONPOCTa B COCTaBE
koMOuHupoBanHoit JIAT -crieruduueckoii Tepanuu [ 15].

HaunbGonee yacteie moOouHbie 3¢dekThl mimonpocta (TojoBHas O00Jib, THUIEPEMHUS JIMIA, C
CHUCTEeMHOM Ba3oAMJIaTallMel WM HECEeNeKTUBHBIM Bo3jaelcTBUeM Ha peuentops [11[ (OGonb B
yentoctu, auapes) [180,182]. Ha ¢one nmpuema umonpocra MOXKET MOSIBUTHCS Kalllellb 32 CUET
MOBBIIICHUS] PEAKTUBHOCTH BEPXHHUX JIBIXAaTENbHBIX IyTeH, OCOOEHHO Yy TAalHWeHTOB C
OpOHXOOOCTPYKTUBHBIM CHHIPOMOM. HMiompoct o6nagaer BbIpaKEHHBIM J€3arperaHTHBIM
3P PEeKTOM, MOATOMY €ro MPUMEHEHHE y MAIlIEHTOB ¢ KPOBOTEUEHHUEM NPOTHUBOMOKA3aHO.
PexoMennyercs HazHaue€HHE WIIONPOCTA B MHTAISIIMOHHOW (opMe sl JIeYeHHs NalleHTOB
WNJIAT, nacnencrennoit JIATL, JIAI Bcinencrsue CTt3CT, JIAT Ha ¢oHe nmprema 1eKapCTBEHHBIX
npenapatoB ¢ |-V ®K (BO3) ans ynyumieHus NnepeHOCMMOCTH (PU3MUYECKMX Harpysok,
yayutreHus @K (BO3) u npenoTBpalieHus nporpeccupoBanis 3adonesanus [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 renapmHa)
Cenexkcunar** — mepBblii  mepopaibHBIA  CENEKTUBHBIM  aroHuct  |P-peuentopos
HEMpPOCTAaHOUIHOM CTPYKTYpHI B kpynHoMmaciTabHoM PKU 3-it pa3sr GRIPHON, BkimtouaBmem
1156 naumenToB c JIAI', nokazaHo, 4to cnenuduyeckas Tepanus, BKIOYaBIIas celekcunar*®,
NpUBOAMIA K  YBEJIMYCHHIO  BPEMEHH 1O  HACTYIUIGHHS  TIEPBOTO  COOBITHS

3aboneBaemocTr/cMepTHOcTH Ha 40% [183]. DddextuBHOCTh cenekcumnara** mokazaHa B
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otnomenun WIIATL, HIIAT, JIAT-C3CT, JIAI, accouMuMpoBaHHOW C KOMIIEHCHUPOBAHHBIM
npocteiM BIIC npu Haznauennn B komOuHamu ¢ UOJ[3-5 u/unu ADP wnu B BUe MOHOTEpAITAN
HE3aBUCUMO OT BO3pacTa MauueHtoB u stuosioruu JIAIL [12].

Tepanus cenekcunarom™* HaumHaercs ¢ 103b1 200 MKr aBa paza B JCHb C €XKEHEACIbHOU
TUTpALMEN pa3oBoil 7036l HA 200 MKT 10 MakcUMalibHO TepeHocumoit 7o3bl 1600 MkT 2 paza. B
PKU GRIPHON 42,9% manuenToB nonydanu Beicokue n03bl (1200-1600 mxr 2 pasa), 31,2% —
cpeanue u 23,2% — nuskue (200-400 Mkr 2 pasza). Hanbonee yacTeiMu mo604YHBIMH 3 deKTamu
ObUIM TOJIOBHAsh Ooiib, Auapes, TOLIHOTa U OO0Jib B uelNOCTH. HexenarenbHbIe SIBICHUSA,
CBsI3aHHBIE C IPUEMOM cenekcunara®™*, perpedanucs B 14,3% ciydaeB no cpaBHenuto ¢ 7,1% B
rpynme miare6o, 94To B psAe caydaeB ObLUTO MPUYMHOMN MPEKpAIIeHUs TaTbHEUINEro y4acTus B

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

PexomeHayeTcsi Ha3HayeHHE celleKcumnara** B kauecTBe MOHOTEpAalMM U B KOMOMHAIMM C
ND/I3-5 n/umm ADP nammentam ¢ JIADL 1I-111 @K mist mpexgynpexaeHus: TporpecCupoOBaHHS
3aboneBanus [6, 12, 15, 16,335].

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

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

3.2.2.7. Ctpareruu cneuupuieckoi Tepanuu

3.2.2.7.1. CrapToBasi MOHOTEpanus
BKK B BBICOKMX /03aX — ONTUMalbHBIA BHIOOp CTApTOBOW Tepamuu [js MAIHEHTOB
NIIAT/HJIAT/JIAT" npu npueMe JeKapCTBEHHBIX NpPENapaToB C MOJOXHUTEIbHBIM TECTOM Ha
BazopeakTuBHOCTh (Pucynok 2, Ilpwioxenune b1, pazgen 3.2.2.1.) [6, 12, 15, 16]. Baxnou
3a/1auei SBIAETCSA THIATEIHHOE TUHAMUYECKOE HAOMI0JeHUE 3a OOIBHBIMU uepe3 3-4 Mmecsia ¢
LIEJIbI0 CBOEBPEMEHHON KOPPEKLIMH TEPANMU IIPU HENOCTHMIKEHMHM ONTHMAJIBHBIX PE3YJIbTaTOB
neuenust (pazzmen 3.2.2.1.). Ilpm peanmzanuum neneil jeueHUs B MHIUBUAYAIbHOM MOPSIKE
CJIeIyeT pacCMOTPETH MOCIIETYIONME BUSUTHI HaOMI0IeHUs Kak ibie 3-12 mecsiies [16].
C yuerom cnektpa ono0penHsix JIAI-cneunduueckux mpenapatoB U ocoOeHHOCTEN
JIeKapCTBEHHOTo olecrieueHust B peruoHax P® mpencrapisercs 1eaecoo0pa3HbIM MPUMEHSTh
CTpaTeTul0 HayaJbHOW KOMOMHMPOBAHHOW Tepanuu y 60ibHBIX JIAIT mpoMexXyTOYHOTO pHCKa.
VY OonbHbix JIAI' HU3KOrO pucka mocie Ha3HAUeHHUs HadyalbHOW MOHOTEpAmUHu CleIyeT
THIATEIFHO KOHTPOJIMPOBATh PE3yJbTaThl JIEYEHHSI C IIEJbI0 CBOEBPEMEHHOM JCKajaluu B

PCKUMEC paHHeﬁ MOC/IE0BaTENbLHOM TCpalu HE O3 JHEC 3-4 MCECAILICB ITOCJIC HaYajia JICUYCHUA.
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VYV nammentoB UJIAT, HJIAT, JIAI' npu npueme nexapcTBEHHBIX mpemnaparos, JIAI' Ha (one
C13CT, pesuayanshoit JIAI' mociae KOppEeKIUU MPOCTHIX CUCTEMHO-JIETOUYHBIX IITYHTOB HU3KOTO
pucka 6e3 cepAeyHO-TIerOYHON KOMOPOUIHOCTH PEKOMEHIyeTCs HadallbHast MOHOTepanus ADP,
N®D]JI3-5, puonuryatom™™* miu cenexcumarom™* [6,12,15,16].

EOK IA-B (YYP C, Y/ 5)

KommenTapuii. Cmpameeuss cmapmosou monomepanuu, exkmoyarowen AP, HUD[3-5,
puoyucyam™* unu cenexcunae**, mosicem paccmampusamocs y nayuenmos JIAI (UJIAT/HJIAT,
JIAL npu npueme nexapcmeeHHblX NPpenapamos) npu OmpuyameibHOM 8a30peaKmugHoM mecme;
a maxoice npu pezudyanvHou JIAI' nocie Koppexyuu npocmvix CUCMEMHO-IE20YHbIX ULYHINOS,
JIAT- Cm3CT nuskozo pucka (Tabnuua A3.7, pazoen 3.2.2.2-3.2.2.6.) [6, 15, 16]. Ilo oannvim
COBPEMEHHBIX pecucmpos, 007 NAYUEHMO8 HU3KO20 PUCKA Npu ycmanoeienuu ouaznosa JIAI
sapvupyem om 12,3% oo 23% [138-140]. I[lpu oyenke KyMYIAmMUSHOU BbIICUBAEMOCTU
nayuenmos JIAI' HU3K020 pucka, RNOIYYABWIUX CMAPMOBYI0 MOHOMEPANUI0 U OBOUHYIO
KOMOUHUPOBAHHYIO mepanuto, no OaHHbiM DPanyy3cKo2o pe2ucmpa, 00CMOBEPHbIX PA3IUYUL
8bls1671eHO He ObL1o [184].

VY nmaumentoB ¢ UJIAT/HJIAT/ JIAT npu npueme jekapcTBeHHBIX npenaparos, 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 Mecsiia 1mociie Havyasia JIeYeHUs
[12,15,16].

EOK IIaC (YYP C, Y1 5)

KommenTapuii. /lpu évibope cmapmosoii cmpamezuu nevenus nayuenmos UJIAI/HIIAT/JIAT
npu npueme aekapcmg u JIAI' - Cm3CT 6 pexomenoayusx ESC/ERS 2022e. enepsvie
npeonazaemcs Cmpamu@uKayuy Ha 08e Ko2opmaul 8 3a8UCUMOCTIU OM HAAUYUS UL OMCYMCMEUSL
cepoeunone2ounol komopouornocmu [12]. B 2018 2. smom no0dxo0 6vi1 npednodicer IKCnepmamu
Kenvhckoeo koucencyca: cpedu nayuenmos ¢ ykasawHvimu gopmamu JIAIT evidensemcs
Kraccuyeckutl oenomun npexanuanapHou JII' 6e3 komopouoHocmu u henomun ¢ 3a601e8aHUAMU
JIegblX 0moeno8 cepoya U ACCOYUUPOBAHHBIMU COCMOAHUAMU (>3 hakmopos pucka namoio2uu
JIegblX  OMOeNo8 cepoya: CaxapHulii ouabem, OdxCupeHue, apmepudibHas 2unepmoHus,
Quopunnayus npedcepoutl) unu namonocueli aeeKux (Haiuuue SUnoKcemuu, 3HA4UmenbHulll
cmadic Kypenus, ¢akmopvl pucka 3abonesanuti neckux, ODPBI<60%, OKEI<70%,
DLCO<45%) [9, 188]. [na nayuenmos JIAI' ¢ KoMOpOUOHBIMU COCMOSHUAMU, KAK NPAGUTIO
cmapuwieli.  8603pACMHOL  2PYNNbL  HE3A8UCUMO OM  PUCKA JIeMANbHOCMU,  NPEON0NCEHO

UCNONB3068AMb MOHOMEPANUIO C NOCAEOYIOWell OYeHKOU IPHEeKMUSHOCMU U UHOUBUOYAIbHBIM
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peuienuem O HASHAYeHUU NOCie008amenbHol Komounuposannou mepanuu (Pucynok 2,
Ipunoowcenue K1) [12].

VY mammentos WAL, HJIAT, JIAT npu npueme JiekapcTBEHHBIX npemnapatos, JIAI' Ha ¢one
C13CT, pesunyanbHoir JIAI' mocie KOppeKIHUH MPOCTHIX CUCTEMHO-JIETOYHBIX IIYHTOB MPHU
CEpIICYHO-JIETOYHOM  KOMOPOUIHOCTH  CIEAYeT paccMOTPeTb TMPOBEACHHE HayalbHOU
monoteparnuu UDJD-5 wmu ADP [12].

EOK IIaC (YYP C, YA 5)

KommenTapuii. Haznauenue cmapmosoul komounuposanrot JIAI-cneyuguueckoii mepanuu y
nayuenmos ¢ UJIAT/HIIAL/ JIAT, accoyuuposanuoii ¢ npuemom 1eKapCmeeHHblX Npenapamoa,
JIAT- Cm3CT cmapuwux 803pacmusix epynn npu HAIUYUU CePOeYHO-1e20YHOU KOMOPOUOHOCHU
He NOKA3ano pe3yibmamos, Habn0aemvlx y 6onee MOL00bIX Kiaccuieckux nayuenmos c JIAI
[189]. Cnedyem ommemumob, umo 3HAUUMAS CONYMCMEYIOWAS NAMONOCUS, BKIIOUAS
3ab01es8anusi cepoya U 1e2Kux, mpaouyuoHHO AGIANACy Kpumepuem UCKII0YeHUs 0l y4acmusl
nayuenmos 6o eécex PKU no oyenxe s¢ppexmusnocmu/ 6ezonacnocmu JIAI-cneyughuueckoi
mepanuu [6, 189, 190]. [lo oannvim pecucmpa COMPERA, 35,8% oonvnvix UJIALI umenu
namono2uro 1egvlx omoenog cepoya u 51,6% - 3abonesanus neexkux [139]. Ilo cpagnenuto c
nayuenmamu 6e3 cepoeyHo-1e204HOU KOMOPOUOHOCMU Y OOIbHBIX ¢ NAMOJI02Uell 1e8blX OMOEN08
cepoya unu 1eekux ommeyaemcs xyowuti omeem Ha JIAI-cneyughuueckyio mepanuio u meHbulas
8EPOSIMHOCMb OOCMUICEHUsS. CIMAmyca HU3K020 pUcKa, 0o/iee GblCOKUL PUCK NPEeKpaujeHus:
JledeHusl No npudUne HedphekmusHocmu uiu nIoXol neperocumocmu u cmepmuocmu [12].

V¥ nanumentos WJIAIL, HJIATL, JIAI' npu npueme nexapctBeHHbIX npenaparos, JIAI'-CT3CT,
pesunyansHoil JIAIT mociie KOppeKIMU MPOCTBIX CHCTEMHO-JIETOYHBIX IIYHTOB C CEPACYHO-
JIETOYHON KOMOPOMIHOCTBIO, COXPAHSIOMIMX MPOMEXKYTOUHBIA/BHICOKUH pUCK Ha (oOHE
MoHoTepanuun H®PJ[D-5 wimm ADP, BO3MOXHO paccMOTPETh BONPOC O HAa3HAYECHUU
JIOTIOJTHUTEIIBHBIX NpenaparoB A jeueHus JIAI' B unquBnyansHoM nopsake [12].

EOK IIbC (YYP C, Y/ 5)

KommenTapuii. C yuemom ewipasicennoii 2emepo2enHocmu NONYIayuY NAyueHmos, UcXoOHo
Cmpamu@uyuposanHvlX 8 2pynNny HU3K020 PUCKA U 803MOJCHOCMU npozpeccuposanus JIAL
cnedyem obecneuums mujamenbHoe Habm00eHue 3a 601bHbIMU KadicOble 6-12 mecayes ¢ yenvio
ceoespemennoll koppexkyuu mepanuu [15, 185]. Ilo oannvim memaananuza 3apyoOerncHuIX
pecucmpos, y nayuenmos JIAI" ¢ ucxoonwim I-11 @K uepez mpu cooa nabaooenus 1emaipHoCmsb

cocmasuna 22% [186].
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Ctparterusi CTapTOBOM MOHOTEpanuMu MpeanodyTuTeabHa Yy mnaunueHtoB ¢ JIAT-BUY,
nopronyiabMoHanibHON JIAL, pu cunapome DW3eHMEHIrepa ¢ y4eTOM OTCYTCTBHS JAHHBIX O
BJIIMSIHUW CTapTOBOM KOMOMHHMPOBAHHOW TepalHy HAa BEDKUBAEMOCTh U IporpeccupoBanue JIAT
(pasmen 4.1) [9, 12]. Crpareruss MOHOTEpAllUHd MOXET OBITH OOOCHOBAaHA KPHTEPHIMHU
0€30MacHOCTH: y MAIMEHTOB C IMOJ03PEHUEM WM BhICOKOU BeposiTHOCThI0 JIBOB/JIKT, a Taxke
IIpY BO3MOXKHBIX INPOTHBOIIOKA3aHMSX, HAlpUMep, Tsokenol nartonoruu nedenu [15]. Ilpm
Ha3HAuYEHUH HavalbHON KoMOMHMpoBaHHOU JIAT -ciennuyeckoit Tepanuu ciaeryeT yYuThIBaTh
OpraHHU3al[MOHHbIE, OPUIUYECKHEe U JApyrue (HOpMajIbHOCTH, MPUBOISIIME K CIONKHOCTIM
JIEKapCTBEHHOT'0 oOecrieueHus B peruoHax PO [187].

V¥ narmentoB ¢ JIAT, acconuuposannoii ¢ BUY-undexmnmeit, cineayer paccMOTpeTb IPUMEHEHNE
HAuaJIbHOM  MOHOTEpamMd C  TOCHEAYIOUMM  Ha3Hau€HWEeM, TIpH  HEOOXOIUMOCTH,
MoCJe0BaTeIbHOW KOMOMHUPOBAHHON TEpanmuy C y4YeTOM COIYTCTBYIOIIMX 3a00JeBaHUIl U
MEIKJIEKapCTBEHHBIX B3auMmoeiicTaumii [12,15, 16].

EOK IIaC (YYP C, YA 3)

VY nanueHToB € MOPTOMYJIbMOHAIBHOM TMIIEPTEH3UEH CIEAYeT pPACCMOTPETh IPUMEHEHHE
HAYaJbHOM  MOHOTEpamMM C  TMOCIACAYIONIMM  Ha3HauYeHHUEeM, TMpH  HEOOXOJIMMOCTH,
MoCcJe0BaTEIbHOW KOMOMHUPOBAHHOM Tepanmuy C yYeTOM MATOJIOTHH NEeUEHU U MOKa3aHWH K
TpaHcIuTaHTanuu neuenu [12, 15, 16].

EOK IIaC (YYP C, YA 5)

Y manueHToB C CHUHAPOMOM Oi3eHMeHrepa JUisl YIydlleHHs MEPeHOCHMOCTH (pu3nveckon
Harpy3Kd peKOMEHyeTcs pruMeHeHrne 0o3eHTana** [191].

EOKIB (YYP B, Y] 2)

VYV B3pocneix ¢ BIIC, Bkitouas cUHApOM OW3EHMEHTEpa, CIEAyeT PacCMOTPETh BOIPOC O
Ha3HaueHuu Apyrux APD, UDJID-5, puonuryara**, uwionpocra wim cenexcunara** [12,15,16].
EOK ITaC (YYP C, Y 3)

VY B3poCIBIX MAMEHTOB C CUHAPOMOM DH3EHMEHIepa PEKOMEHI0BAaHO PacCMOTPETh BOIPOC O
Ha3HAYeHUM MOCIEeA0BATEIbHON KOMOWHHUPOBAHHOM Tepamuu MpH HEAOCTH)KEHUU Iesel
neuenus [12, 16, 48].

EOK I1aC (YYP C, Y1 5)

3.2.2.7.2. CrapToBasi KOMOMHHPOBAHHAas Tepanus

[Tpu coBMecTHOM Ha3HaueHuu JIAT-cmenmduueckux mpenaparoB, BIUSIONIMX HAa HECKOJIBKO

myTell TaToreHe3a 3a0oiieBaHUs, HAOIIOJAETCS CHHEPTU3M JEUCTBUSA. D(PGHEKTUBHOCTH
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KOMOMHHMpPOBAaHHOW Tepamuu OIpeiessieTcsl € Y4Y4eTOM BO3MOXKHBIX MEXKJIEKapCTBEHHBIX

B3aUMO/ICHCTBHI U pucKa moOouHbIx 3¢ dekron [15, 16, 187,335].

[Taiuentam UJIAT/HJTAT/JIAT ipu mpueme JIeKapCTBEHHBIX ITpenaparoB, pesuayainbHoi JIAT
MOCJIE KOPPEKIIUH MTPOCTHIX CUCTEMHO-JIETOYHBIX ITYHTOB, JIAT-CT3CT nmpomexyTOUHOIr0 pucka
0e3 cepAeyHO-JIETOYHON KOMOPOMIHOCTH PpEKOMEHAyeTCs HayalbHas KOMOWHUpPOBaHHAsS
tepanusi ADP B couetannu ¢ UDJID-5 unu puorryarom™* [15, 16, 187,333,334].

PKO I1aC (YYP C, Y1 5)

[Taiuentam UJIAT/HJTAT/JIAT ipu mpueme JIeKapCTBEHHBIX ITpenaparoB, pesuayainbHoi JIAT
110CJI€ KOPPEKIMH IPOCTBIX CUCTEMHO-JIETOUHBIX IYHTOB, JIAI'-CT3CT npoMexxyTo4HOro pucka
0e3 cepAeyHO-JIETOYHOH KOMOPOMAHOCTH pEKOMEHAyeTCs HayalbHasi KOMOWHUpPOBaHHAsS
tepanus puouuryarom** wiu UDID-5 B coueranuu ¢ ADP [187, 192].

PKO IIbC (YYP C, YA/ 5)

[Matmentam UJIAT/HIJIAT/JIAT npu npueme IeKapCTBEHHBIX MPETapaToB, pe3uayanbHoi JIAT
10CJI€ KOPPEKIMH IPOCTBIX CUCTEMHO-JIETOUHBIX IIYHTOB, JIAI'-Ct3CT npoMexxyTo4HOro pucka
0e3 cepAeyHO-JeroYHON KOMOPOUIHOCTH PEKOMEHAYEeTCsl HadalbHas KOMOWHUPOBaHHAs
Tepanus ceilekcunaroM™** wiu uionpoctom B couetanuu ¢ ADP [187,192].

PKO IIbC (YYP C, YA 5)

[Marmentam UJIAT/HIJIAT/JIAT npu npueme IeKapCTBEHHBIX MPETapaToB, pe3uayanbHoi JIAT
MOCJIe KOPPEKIIUU MPOCTHIX CUCTEMHO-1erouHbIX IyHToB, JIAT-CTt3CT BrIcOKOTO pHrcka (>20%
B roJ1) 0e3 cep/ieuHO-JIerouHoi KOMOPOUTHOCTH PEKOMEHIyeTCsl HaualbHas KOMOMHUPOBaHHAS
JIAT -cietuduueckas tepanus UDJ]3-5/ puonuryarom™*, ADP 1 MHraIsIIIUOHHBIM HIIOTPOCTOM
[12, 15, 16, 48].

EOK IIbC (YYP C, Y1 5)

[Matmentam UJIAT/HIJIAT/JIAT npu npueme eKapCTBEHHBIX MPENaparoB, pe3uayanbHoi JIAT
1ocjie KOPPEKIUH MPOCThIX CHUCTeMHO-JIerouHbix 1IyHTOB, JIAI'-CT3CT BbicOKOro pucka 6e3
CEP/IEYHO-JICTOYHON KOMOPOUIHOCTH PEKOMEHIYeTCsl HavdanbHas komOmHupoBanHas JIATL-
crnieruduueckas tepanus UDOJ[I-5/ puoruryatom**, ADP u cenekcunarom** [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 OTpakaeT KOHIeNnuuoo yBenuueHuss obbema JIAIT crenuduyeckoil Tepanuu mpu

HEJIOCTIDKCHUU KPUTEPHEB HU3KOTO pHCKa JieTanbHocTH [49, 125, 187].
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Pexomennyercsi ocymecTBiATh 3ckanauuio JIAI-cmeunpuyeckoil Tepanuu Ha OCHOBAHUHU
JTAHHBIX OLIEHKU PUCKA CMEPTHOCTHU M OOLIHX JIe4eOHBIX cTpaTeruit [12].

EOKIC (YYP C, Y1 5)

PexomeHnmoBaHO Ha3HaUYeHUEe MaluTeHTaHa** manuenTam ¢ JIAL', He JOCTHUIILIMM IIeJIeH JIeUeHuUs
npu HazHaueHun UWDJ[D-5 wuiaM UHTATSIMOHHOTO WJIONPOCTa, JMJI CHMXKCHHUS pHUCKA
3aboneBaeMocTu/cMepTHOCTH [6, 12, 15, 16, 335].

EOK IB (YYP C, YA/ 5)

Kommenrtapuii. B PKU SERAPHIN 63,7% nayuenmos c¢ JIAI' nonyuanu 6a3o6yio
cneyuguueckyro mepanuio, npeumyuecmeenno HUDID-5, 5,4% nayuenmos — awnanocamu
npocmayuxkiuna. Ha ¢pone nocnedosamenvHou KoMOUHUPOBAHHOU mMepanuu, 6KI0oYasuiel
MayumeHman** puck Heon1a2onpusmusbiX coObIMmull (20CHUMANU3AYUY, CMePMb, VXYOuleHue
meuenus JIAI', mpancnianmayus/ampuocenmomomusi) cuudicancsa na 38% (p=0,009) [50].
[Matmentam ¢ UJIAT, HJIAT, JIAT BcneacTBue mpreMa JIGKapCTBEHHBIX MPENapaToB/TOKCHHOB
pexoMeHayeTcst to0aBiIeHne ceekcunara®™* st CHIKEHUS prucKa 3a0071eBaeMOCTH/ CMEPTHOCTH
IpH JOCTHXKEHUH MPOMEXYTOYHOrO prucka Ha (one Tepanuu UDD-5 w/mmu ADP [12, 183,
193].

EOKIB (YYP C, YA/ 5)

KommenTtapuii. B PKH GRIPHON puck nebraconpusmuulx cobvimuii cHudcancs na 37% 6
2pynne nayueHmos, noaydasuiux cenexcunaz** ¢ oononnenue xk mepanuu UDII-5 u ADP
(n=179) no cpasnenuto c epynnoi, noryyaguieli 08OUHYI0 KOMOUHUPOBanHY0 mepanuto (n=197)
[183]. Puck wuebnaconpusmuvix cobvimuii 3a 30-mecsaunviti nepuod Habawdenus 6 PKU
GRIPHON ymenvwancsa na 63% y nayuenmos co Il @K (BO3) na ¢one nocredosamenbroli
mpotiHou mepanuu (n=55) no cpasnenuto c¢ 0sotinot JIAI-cneyuguueckou mepanueti (n=60).
Haubonvwee cnusicenue pucka Hebaazonpusamusix coObImull pecucmpuposaics npu Ha3sHa4eHuu

**

cejekcunaza 6 Kadecmee emopoco uiu mpemveco npenapama no OMHOULEHUIO K H@ﬂS-S

w/unu APD y nayuenmog HU3k020 pucka u 6 mederue nepsvix 6 mecayes nocie yCmaHos1eHus
ouaenosa [193,194].

PexomeHn10BaHO HazHaueHue puoruryara** 0onpHeM JIALT, HE JOCTUTIINM LN JeueHus pu
Ha3zHAuYeHUM OO3eHTaHa™**, M yJmydIIeHHUs MepeHOCHMOCTH (U3nYecKoil Harpys3ku [6, 15, 16,
177].

EOK IB (YYP B, Y] 2)

Jns  ynydmieHus TEepeHOCUMOCTH (M3WYECKOH Harpy3Kd pEeKOMEHIOBAHO pPacCMOTPETh

n00aBIIEHUE HHTATSAIIMOHHOTO HIIONPOCTa K 603eHTany™* [6, 15, 16, 195, 196].
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EOK I1aB (YYP B, Y1/1 2) EOK

Jns  ynydimeHus TEepeHOCUMOCTH (M3WYECKOH Harpy3kd pEKOMEHIOBAHO pPacCMOTPETh
N00aBJICHUE WHTAAMOHHOTO WIONPOCTA K aMOpu3eHTany** winu mauutentany** [6, 15, 16].
EOK IIbC (YYP C, Y1 5)

Jns  ynydimeHuss TEepEeHOCUMOCTH (U3WYECKOH Harpy3Kd pEKOMEHIOBAHO pPacCMOTPETh
no6asienue amOpuzentana** k UDJ13-5 uim puonmryary** [197, 198].

EOK IIbC (YYP C, Y1 4)

Jns  ynydimeHuss TEepEeHOCUMOCTH (U3MYECKOH Harpy3Kd pEKOMEHIOBAaHO pPacCMOTPETh
nobaBiieHHEe MalUTeHTaHa* * Kk puoruryary** [187, 199].

EOK IIbC (YYP C, YA 5)

Jns  ynydimeHus TepeHOCUMOCTH (DU3MYECKMX Harpy30K pEeKOMEHJOBAaHO pPacCMOTPETh
no6asienue tananadpuia k 6o3entany™** [12,335].

PKO IIaC (YYP C, YA 5)

JoGaBnenne ©Oo3eHTaHa*™* K cwigeHaduiay HE pPEKOMEHAYETCS s CHIDKEHUS pHCKa
3aboneBaemoctu/cmeptHocTH [12, 15].

EOK IIIB (YYP C, Y/ 5)

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

HeKeNaTelbHbIX sBieHui [12, 15].

EOK IIIB (YVP C, VI 5)

3.2.2.7.3. CTpaTerusi nepexkJi0o4eHus
VYV mnauwmenroB ¢ JIAI, nomywaromumx HW®DJD-5 B xomOunammu c¢ ADP, mpu coxpaHeHuu
HPOMEKYTOYHOTO PHCKA CIIeyeT paccMoTpeTh 3ameny MDJID-5 na puonuryar [9,16,201,335].
EOK I1aB (YYP B, Y/ 3)
KommenTapuii. B npocnekmusnom  uccinedosanuu  RESPITE  enepevlie  noxazano
appexmusnocme cmpamezuu nepexatovenus nayuenmos JIAI III @K be3/c conymemayiowetl
mepanuu ADP ¢ neadekeammviM KIUHUYECKUM OMBEMOM C MePanuu CuioeHa@puiom Ha

**

puoyueyam™®* [202]. 3amena UD/]I-5 6 evicokux 0ozax Ha puoyucyam™™ conpogoxcoanrace
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 ¢ynxyuu IDK u conpsocenus IDK u JIA 3a cuem ymenvuienus
aghgpexmuenoii sncecmrocmu nocreoueti [203]. B PKH REPLACE npu u3zyuenuu cmpamezuu

samenvl UD/[D-5 na puoyueyam™* 6 cpasnenuu ¢ npooonsxcenuem UDII-5 y bonvuvix JIAI

npOMENCYNOUYHO2O pPUCKA NOKA3AHO oocmudicerue  KIUHUYeCcKk020 YiydyuieHus (nepeulmaﬂ
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KOHeUHAsi MOYKA ¢ 00CMUIICEHUE KAK MUHUMYM O8YX U3 mpex napamempos: RPUpocm Oucmanyuu
6 TOMX >10% / >30m, oocmuoicenue I/II @K u cnuscenue NT-proBNP >30% no cpasnenuto ¢
UCXOOHBIM NpU  OMCYMCMEUU KIUHUYecKkoeo yxyowenus) y 41% nayuenmoe 6 epynne
puoyueyam™**a no cpasuenuio ¢ 20% ¢ epynne U®J3-5 [204].

VY manuentos ¢ JIAI', coxpaHsrOmuX BRICOKHI pUCK HA (OHE TPOHHOI Tepanmuu, BKIHOYAIOIIEH
NOJ1D-5 nnm puonuryat**, ADP u cenexcunar**, menecoodpasHo pacCMOTPETh BO3MOYKHOCTh
3aMEHBI CelieKcuara** Ha HHrasIIMOHHBIN wionpoct [12, 16, 335].

EOK IIaC (YYP C, YA/ 5)

[Tepexirouenre ¢ OAHOTO TperapaTa Ha APYyro B paMmkax ogHoro kiacca JIAI'-cnenuduueckoit
TEepanuu WIA Ha JICKApPCTBEHHBIM MpemapaTr IPYyroro Kiacca BO3MOXKHO PAacCMOTPETh TMpHU
Pa3BUTUHN KIMHUYECKU 3HAYUMOTO HEXeNaTeIbHOTO (h(dekTa M HEeBO3ZMOKHOCTH TPOIOKCHHUS
tepanuu [12, 15, 335].

PKO IIbC (YYP C, Y/ 4)

KommenTapuii. [lo oannvim memaaunanuza 9 npocneKmuSHbIX KO2OPMHBIX UCCIE008aAHUL,
sxatouarowux 408 obonvuvix JIAI, 3amena 6Oozemmana™* unu ambpuszenmauna** Ha
mayumenman™*  ynyuwana oucmanyuto 6 TIIX, @K, npogure 6Oeszonacnocmu 6e3
cyuwjecmegenno2o enuanus Ha yposuu NT-proBNP, cemoounamuxy u napamempor IxoKI" [205,
206]. B ceazu ¢ omcymcmeuem muocoyenmpogolx PKU no uzyuenuro enusanus nepekioyerus
ADP (cm. Cnucox cokpawenutl) Ha kiunuveckoe mewenue JIAI yenecoobpasna 3amena moavko
npu  paseumuu  Hedcelamenvuvlx  hghekmos  npenapama  uiu  HeONALONPUSMHBIX

MENCTIEKAPCNMBEHHbIX 83aUMOO0eUCNEUSX.

3.3. Xupypruueckoe JjieueHue

3.3.1. IIpencepanas cenTocToMus

Pexomengyercst paccMOTpETh BO3MOKHOCTD TpecepiHol cenroctomuu narmentam ¢ JIT TV
OK (BO3), yacteiMu cuHKONE W/uUiaM pedpakTepHoil k MakcumanbHOU JIAT -cnemudpuueckoi
Tepanuu MPaBOKETYJOUYKOBON CEpAECYHON HEAOCTATOYHOCTHIO, a TaKXKe MPH HEIOCTYMHOCTU
JIAT -cneuuduyeckoit tepanuu [12, 207-211].

PKO IIaC (YYP B, Y] 2)

KommenTapuii. Ob6wuii npunyun npedcepoHou cenmocmomuu - c030aHue U OIUMenrbHOoe
COXpaHeHue MencnpedcepoHo2o cooOWeHUsi ¢ MAaKou 8eIUYUHOL 8eHO-APMePUaIbHO20 copoca,
Komopas obecneuusana 0vbl O0EKOMNPeccuro Npagvlx o0moenos cepoya (¢ ymeHvuleHueM
KAUHUYECKUX NPOAGIEHUL NPABONCENTYOOUKOBOL HEOOCMAMOYHOCMU) U NPU IMOM VEeIUdUsald
npeoHazpy3Ky 1esbiX (C y8enuueHueM cepoeyHo2o 8blopoca U 00CMAKU 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 I11 (p<0,001) u ysenuuenue CHU (p<0,001) napsaoy
CO CHUDICEHUeM HACbIUeHUs: apmepuanbhol kposu kuciopooom (p<0,001) [211]. Ilpeoceponas
Cenmocmomus OOJICHA BbINOJIHAMBCA MONbKO 6 OKCNEPMHbIX UYEHMPAx, pPACHONa2arujux
00CMAMOYHbIM  ONLIMOM NpogedeHUst No0oOHbIX emewamenvcme [207-211]. Ilpoyedypa
NPOMUBONOKA3AHA NPU 0ABIeHUU 8 NPpAgom npedcepouu gviute 20 mm pm. cm. u SatO2 6 nokoe
menee 90% [207,208,211].

He pexomenzoBaHo mpoBeneHHE OAJUIOHHOM aTPHUOCENTOCTOMHH IPH CPEJAHEM JaBICHUU B
paBoM npejcepanu Boie 20 MM pT. CT. U caTypaiuu kuciaopoaom Menee 90% B okoe B CBsI3U
C MOBBIIICHHBIM PUCKOM JIeTalibHOTO ucxoa [15, 16, 207-211].

PKO IIIC (YYP B, Y]] 2)

3.3.2. TpaHcIUIaHTALMS JIETKHUX WIH KOMIUIEKCA cepaue-jJerkue

PekomenmoBaHa  JABYCTOPOHHSII ~ TPaHCIUIAHTAUMs  JIETKAX ~ WIM  TPaHCIUIAHTAIUS
JeroyHOCepAeuHOro KoMIiekca nanuentam ¢ JIAI nmpu HeahhekTHBHOCTH KOMOWHUPOBAHHOM
JIAT -crieniuprueckoii JekapcTBeHHOM Tepanuu [6, 15, 212, 213].

EOK IIaC (YYP C, YA/ 5)

PekomeH10BaHO BKIIIOYATh B JIMCT OXKUJAHUS JIBYCTOPOHHEH TPAHCIUIAHTAIIMHM JIETKUX WIIH
TPaHCIUIAaHTAIINH JIETOYHO-CEPIeYHOTO KoMIutekca 60mbHbIX JIAL n HeonepabensHoit XTIJII ¢
BBICOKMM pHUCKOM (paTaJIbHOIO MCXOAAa IMpPU HAa3HAUYEHUU TPONHOW KOMOMHHpPOBAHHOU
crieruduyeckoit eparnuu [6, 15].

EOK IIbC (YYP C, Y1 5)

KommenTapuii. Ilayuenmor ¢ JIAI' npomexcymounoco uau 8biCOKO20 PUCKA C KIUHUYECKUM
VXyouieHuem, noayyalouue MAaKCUMAaibHo 603ModxcHYio JIAI-cneyugpuueckyro mepanuio,
HYHCOQIOMCSL 8  CBOCBPEMEHHOU  KOHCYIbmayuu  epava-xupypea (MpaHcnianmonoaa) Ous
BKIIIOUEHUS 8 IUC 0AHCUOAHUS MPAHCNIAHMAYUY JIe2KUX UTU KOMNIeKkca cepoye-neekue [12]. 3a
nocneonee decsimuiemue CyueCmeeHHo YIyyuuiacs Meouana sviacusaemocmu nayuenmos JIAI
nocie mpaucniaumayuu neekux. ¢ 4,1 2ooa 6 1990-19972e. 0o 6,1 2o0a 6 2005-2012ze. u
mpancnaiaumayuu komnaekca ¢ 1,9 (1982-1991 2z.) oo 5,6 2ooa (2002-2012 22.) [212]. Yawe
8bINOAHAEMCA 08YCMOPOHHAA mpanchaanmayus aeckux.  OQOHAKO BbloCUBAEMOCb NOCTIe
npogedeHUs MpancHIaHmMayuy 00H020 UIU 08YX Ne2KUX npumepHo oounaxkosa. CoenacHo 0aHHbIM
pecucmpa MedxwcoyHapoorHoeo obujecmea MpaHCNAAGHMAYUU cepoya U aecKux, npu CUHOpome

3123€HM€H2€pa ecreocmeue npocnbslx NOPOKO6 U3O0IUPOBAHHASA MPAHCHIAHMAYUSL J1€cK020 C
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oonospemennol koppekyueti BIIC mooxcem Ovimb memoodom evibopa. Ilpu dicenyoouxosvix
Ooehexmax nyuwue UCXo0vl HAOMOOAIOMCA NPU  MPAHCHAAHMAYUU  1e20UHO-CEPOEYHO20

komnuekca [6, 212].

3.4. UnTeHCUBHAS Tepanus

CuMITOMBI TSKEIO0M TpaBoXkenyn10ukoBoil CH B coueTaHuM ¢ CUCTEMHOM TMIIOTOHUEH SIBIISIFOTCS
MOKa3aHUeEM JIsl JIeUeHUs B asiaTe UHTeHCUBHOM Tepanuu. [IpaBoskenynoukoBas CH y 601bHBIX
JIAT sBnsieTcst ciecTBUeM, TJIaBHBIM 00pa3oMm, cuctonmueckoit aucynkuuu [DK Ha doHe ero
XPOHUYECKOU MEePErpy3Ku AaBICHUEM, YTO TPUBOAUT K MOBBIIIEHUIO KOHEYHOIUACTOIUYECKOTO
nasinenuss B IDK, maBmenuss B IIII u TOSBIEHWUIO BEHO3HOTO 3acTOsl B OOJBIIOM KpyTe
KpoBooOpareHus. [loBbIlIeHre IEHTPAIbHOTO BEHO3HOTO JaBJICHHUS, B CBOIO OU€pE/ib, BHI3bIBACT
TUCOYHKIIMIO BHYTPEHHUX OpPraHoB (3acTOiHas Tie4eHb, MNOuku u 1p.). [lamument c
nexkomrencupoBanHon JIAIT HyxpaeTcsi BO BCECTOPOHHEM OOCIEIOBAHUM [IJISI UCKIFOUCHUS
BO3MOXKHBIX  TPHUITEPOB  KIMHUYECKOTO  yXYAIICHHS  (MHTEPKYppeHTHas  WH)EKus,
COIMYyTCTBYIOIIAsl IATOJIOTHUS, aHEMHs, HapylIeHHs puTMa/ MpoBOAMMOCTH, ocTpas TOJIA,

nmo6ouHbIe 3P PEKTH TeKapCTBEHHOH TepanuH) [6, 15, 213].

[Marmmentam JII' ¢ wactoTol cepaevHbIX cokpameHuii >110 ymapoB/MHH, THIOTOHHUEH
(cuctonmuueckoe AJ] <90 MM pT. CT.), ONUTrOypHeH M MOBBIIIEHHBIM YPOBHEM JIaKTara
PEKOMEH/IyeTCs PacCMOTPETh T'OCIUTAIM3ALMUIO B OTAEICHUE MHTEHCUBHOM Tepamnuu [6, 213,
214].

EOK IIaC (YYP C, YA 5)

Pekomenayercss paccMOTpeTb TIPOBEACHHME KaTeTepU3allUd MOAKIIOUUYHOW M JIPYTUX
LHEHTPaJbHBIX BEH Yy NAalMeHTOB ¢ Tspkenol JIADT ayis KOHTpOJsl LIEHTPaJbHOTO BEHO3HOIO
JTaBJICHUS TPU MPOBEJICHUM WH(Y3MOHHON TepanmuM U aJ€KBaTHOTO JTO3MPOBAHUS «IETIEBBIX)»
JUYpPETUKOB, JUId OLEHKM caTypallMd KHCJIOpOJa B CMEIIAHHOM BEHO3HOM KpOBH,
XapaKTEePHU3YIOIIEH CepIeuHbIi BEIOPOC M OKCUTECHAIIMIO OpraHOB/TKaHeu [214].

PKO I1aC (YYP C, YV 5)

PekoMenayercss paccMaTpuBaTh CHUKEHHME YPOBHS CAaTypallid IO KHCIOPOLY CMENIaHHOU
BEHO3HOM KPOBH, OJUTOYPHIO B COYETAHMM C MOBBILIEHUEM YPOBHS JIAKTaTa KaK MPEJUKTOPOB
HEOJIaronpHUsTHOTO HCXoaa 3aboseBanus [213, 214].

PKO I1aC (YYP C, YV 5)

Pexomennyercs paccmorpers Bo3MmoxkHOCTe UBKC 111 MOHHUTOpMpOBaHUS COCTOSHUS

MAIMEHTOB C TSDKENOH MPaBOXKETY0YKOBOM cepiedHOl HeocTaTouHOCThIo [15, 213, 214].
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PKO I1aC (YYP C, YV 5)

PexomeHyercss paccMOTpeTh BO3MOXKHOCTh Ha3HaueHus #moOyrammHa** 2-10 MKr/Kr/MuH,
#nesocumenmpana** 0,05-0,2 MKr/Kr/MUH JUIsl ONTHMH3AIMN CEPICYHOrO BhIOpOca U quypesa y
naruenToB ¢ Tsukenoi JIIN [15,338,339].

PKO IIbB (YYP C, YV 5)

Pexkomenyercss Ha3HAueHHWE Ba3ONPECCOPOB Y MAIMEHTOB C CHUCTEMHOW THUIOTEH3WEH s
KOPPEKLUH TeMOJMHAMHYECKHUX HapymeHui [6, 15, 214].

EOK IC (YYP C, Y/ 5) nas nanmuentoB IV @K

Pexomenmyercs paccMOTpeTh BO3MOKHOCTh Ha3HaueHus #uopanuHedpuHa 0,1-0,3 MKr/kr/MuH
narentam ¢ JII' 1y KoppeKIuy CUCTEeMHOW TMIIOTEH3UU M HapyIIeHUH nepdy3un Kku3HEHHO
Ba)KHBIX OPTaHOB, pepakTEPHBIX K IPYTUM HHOTPOIHBIM mpenapatam [ 15, 340].

EOK I1bB (YYP C, Y111 5)

KommenTapwuid. /Ipu neuenuu IDK cepoeunoti nedocmamounocmu Kiouesoul 3a0ayeti A61s1emcs
nooodepaicanue cpedHe20 CUCMEMHO20 ApMeEPUATIbHO20 0asleHus Ha YyposHe >60 um pm. cm. YV
nayuenmos ¢ mscenrou CH, no eozmoocnocmu, credyem usbecamev unmybayuu mpaxeu,
unmybayuu OpoHxo8 pazoenrbHOl U UHBASUBHOU MEXAHUYECKOU GeHMUNAYUU Ne2KUX u3-3da
8bICOKO20 PUCKA OalIbHelule20 YXyOuleHus: 2eMOOUHamMuxu u cmepmu [12].

Pexkomenyercsi paccMOTpeTh BO3MOKHOCTh HA3HAYCHUS MHTAIALMOHHOTO OKCHJIA a30Ta WIH
WJIOTIPOCTA JIJIsl YMEHBIICHHUS TOCTHATPY3KH MTPABOTO JKEITyI0UKa y manueHTos ¢ JII

[6, 15, 213, 214].

PKO IIbB (YYP C, YY] 5)

PexoMeH10BaHO paccMOTpPETh BO3MOXHOCTh INpPUMEHEHUs BeHo-aprepuaibHoii DOKMO B
Ka4ecTBE BPEMEHHOW TOJEPKKH Tepel TPAHCIUIAHTAIMEH JIETKUX WIM TpPU OXKUIaeMOM
paspelieHuu Tpurrepa KiuHudeckoro yxynamenus JIIT y manumenTtoB ¢ pedpakrtepHOi
IPaBOXKEITYA0UYKOBOM Cep/ledHO HEAOCTaTOYHOCThIO Ha (OHE MAaKCHMalIbHO BO3MOXKHOM
JIAT ciennuaeckoit Tepanuu [6, 15, 213, 214].

PKO IIbB (YYP C, YV 5)

He pexoMeHIOBaHO MPUMEHEHHE METOJ0B MEXaHHYEeCKOW MOIAEPKKH (BEHO-apTepualibHas
OKMO) npu HEBO3MOXKHOCTH YCTPaHEHUS MPUYUHBI jAekomreHcarun JIAT Wi BBIMOTHEHUS
HKCTPEHHOM TpaHCIUIaHTAIH Jierkux [214].

PKO ITIC (YYP C, VY] 5)

AJ'II‘OpI/ITM B5160pa OIITUMAaJIbHON TaKTUKH JICUCHHUS MAllUEHTOB C JIAT IIPpEACTABJICH HA PUCYHKE

2 B IpwJIOKeHUH b.
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3.5 Cnenmpuyeckue noArpynnbl JIero4YHoi aprepuaibHOil runepTeH3uu

3.5.1 Jlerounasi aprepua/ibHasi TUIEPTEH3HUsl, ACCONMMPOBAHHASI € BPOKIEHHBIMH

MmopoxKaMu cepana

JIT", accounupoBannas ¢ BIIC, BkiitoueHa B 4eThipe OCHOBHbBIE Ipymnibl JII' U3 mATH BIIETICHHBIX
B KIIMHWYECKOU Kinaccudukamuu [11, 48]:

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

MAJIBIX/COIMYTCTBYIOIIUX JedekTax u mocie koppekuuu BIIC);

« JII' mpu maroiorMM JIEBBIX OTHENIOB cepAua (BpOXxaAeHHas/mpuoOpeTeHHas

CepJCYHO-COCYINCTas MaTOJIOrus ¢ nocTranwusipuoi JII);

* JII" mpu oO6ctpykuuu JIA (apyras oOCTpyKIHs — BpOXKACHHbBIE cTeHO3bI JIA);

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

YHUBEHTPUKYJISIPHON TeMOIMHaMUKOM, cermeHTapHas JII, np.).
[lonusiii mepeuens BIIC, npuBomgsmmx k paszsututro JII, npuBegeH B EBpasuiickux
pEeKOMEHIalusAX 1Mo AuarHoctuke u jedenuto JII', accouunponannoii ¢ BIIC y B3pocabix — 2021
[48].
B P® JIAT npu BIIC no pacnpoctpanenHoctu cpeau Bcex Gpopm JIAT 3aHnMaeT 0HO U3 HEPBHIX
MecT (B psame permoHoB - mnepBoe). JmarHoctuka JII' mpu BIIC ummeer crneumduyeckue
ocobennoctu [48, 113, 118, 122, 124, 215-217, 222, 223].
Jleuenue BIIC c JII" BKiItoUaeT XUPYpruueckyro KOppeKIuo (s onepadenbHbIX MalueHTOB) U
MEAMKAMEHTO3HYI0 Tepanuio (sl HeorepaOelabHbIX OOJBHBIX W B CIIy4ae COXpaHEHUs
pesunyansHoit JII' mocne omeparuu) [12, 45, 48, 118, 119, 217, 218-221]. O6mue mepsl U
noanepxuBaromas tepanus npu JII', accomuupoBanHoit ¢ BIIC, maeHTHYHBI MoaxoaaM K
aeyennto JIAT. OcoOoro BHMMaHHS MOTYT 3aCiy>KUBaTh 3PUTPOIKMTO3 (KPOBOIyCKaHHE HE
pEKOMEH1yeTCsl), BOCCTAaHOBIIEHUE JePUINTA jKeJie3a U MPOo(UIaKTUKa BO3LyIIHON IMOOINN TPU
UCIIOJIb30BaHUK BEHO3HOTO noctyma [12, 45, 48, 119].
Tepamnus JIAI -cnienupuyeckumu npenaparamu- ADP, aHanmoramMu npocTalukInHa, arOHUCTaMU
peuenTopoB npoctaanukinaa, UDJ13-5, crumynsatopamu pacTBOPUMON I'yaHHIIATIIMKIIA3HI (CM.
Crnucok cokpaleHuii) moka3zaHa rnamuenTam ¢ npekanmuisipasiMu popmamu JII': JIAT npu BIIC
u npexarmusipaoit JII mpu cnoxueix BIIC [12, 119, 218, 220, 221]. HakarumBaroTcst JaHHbBIE
o Tak Ha3biBaeMoMy «treat-and-repair approach» (xupyprudeckas KOppekIiusi mocjie Kypca
JIAT -crieniudprueckoil  Tepanuu), OJHAKO JOKaszaTeslbHas ©Oa3a 53TOro MOAXoJa MoKa
HemocraTtoyHa [219].
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[Tpu ananuze 59 knuHMYeckux uccnenoannii (14 u3z nux — PKW) mo tepanuu ogo0peHHBIMU B
P® JIAT-cnemmduueckumu npenaparamu (cM. CIIUCOK COKpaIeHNii) IOKa3aHo, 4TO Hauboee
apryMEHTHPOBAHHO MOKET MPUMEHATHCS 003eHTaH™* (0COOEHHO IpU CHHIApOME Dii3eHMEHTepa
— PK1 BREATHE-5 [220]), oxnako u apyrue mpemnaparsl (aMOpuU3eHTaH**, Mal[MTeHTaH™**,
cuieHapua, UWHTAIAIHOHHBIA  WJIOMPOCT, PHONMIYaT** W  celekcumar**)  uMeroT
JIOKa3aTeNbHYI0 0a3y MpH «IPOCThIX» U «ciIokHBIX» BIIC ¢ npexanmumsproi JII' [218,221]. [Tpu
5TOM B HHCTPYKUMSIX MO mnpuMmeHenuto nokazanus «JIAI', accomuupoBannas c¢ BIIC u
cuHApoMoM DifzeHmeHrepa», win «JIAT, acconuupoBanHasi ¢ KOPPUTHPOBAHHBIMU ITPOCTHIMU
BIIC» o6o3nadeHsl miusi Tpex (0o3eHTaH**, MamuTeHTaH** | cenekcurnar**) U3 BOCHMH

3aperucTpupoBaHHbIX B PO criennduueckux JIeroYHbIX Ba3oanuIaTaTopos [221].

Pexomenpayercsi oocnenoBanue namueHtoB ¢ JII', accouuuposannoit ¢ BIIC, mo crangaptHOMY
JUArHOCTHYECKOMY anroputMmy mnamueHtoB ¢ JIIT ¢ o00s3aTeNbHBIM  HCIONIB30BAHUEM
coBpeMeHHbIX Busyanusupytomux MerogaoB (MCKT, MPT) u upe3BeHo3HON KaTeTepu3alluu
cepaua [45, 48, 118, 119]

PKO IC (YYP C, Y1 5)

PexoMenayercsi myJabCOKCUMETPHUSI OTAENbHO Ha pyKax W HOrax B MOKOE M MpH (pU3M4ecKon
Harpy3ke narenTam ¢ JII' mpu BIIC [12, 45, 48].

PKO IC (YYP C, YV ] 5)

Pekomennyercs upe3BeHO3Hast karerepusaunus cepaua nauveHtam ¢ JIIT npu BIIC pns
onpeneneHuss Tsxectd JII, yTouHeHHMs ee TeMOJIMHAMHMYECKOTO BapHaHTa W ONpEIeIeHUs
MOKa3aHWH K XUPYPTrUUECKOW KOPPEKIMK U crieruduueckoi tepanuu [12, 113, 118, 119, 222,
223].

PKO IC (YYP C, Y1 5)

Pexomenayercs NpoBOAUTH OLIEHKY F'eMOAMHAMUKH, BKIJIFOUasi OTHOLIEHUE JIETOYHOTO KPOBOTOKA
Kk cucteMHoMy (Qp/Qs), y mamumentoB ¢ JII' mpu BIIC TOJBKO C MOMOIIBIO MPSMOTO WK
Henpsimoro meroaa ®uka [113, 118, 119,223].

PKO IC (YYP C, Y1 5)

He pexomenayeTrcs npoBeJeHUE TECTA HA BA30PEAKTUBHOCTD Y B3pOCIbIX TalueHToB ¢ JIAT npu
BIIC [12, 48, 122, 217].

PKO IIIC (YYP CB, Y11 5)

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

BIIC, a makowce uz-3a Kpaiine pedko2o omeema NAYUEHMO8 C «MATbLMU/CONYMCMEYIOUUMU
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oepexmamur 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, ycyeyoumo
eunoxkcemuro [6]. B cuny eviuienepeducienHvlx 06cmosmenscme (Kpatine Maids 8eposimHoCb
HON0JACUMENbHO20 pe3yibmama, Heyenecooopaznocms nasHadenus BKK) nposedenue mecma na
8a30PeaKmMuBHOCMb Y OOJILHBIX C CUHOPOMOM DU3eHMeHzepa He NOKA3aHO.

e Pexomennyercs nanuentam ¢ JIAI mpu BIIC u otHomenrnem Qp/Qs > 1,5:1 paaukanbHast
XHpypruueckas /3HaoBackyispHas koppekius (A16.10.024 3akpeitue nedexra
neperopoku cepaua) npu nanekce JICC < 4 en. Byna x m? [6, 45, 48, 118, 119].

PKO IC (YYP C, Y/ 5)

e Pexomennyercs paccMoTpeTh BO3MO>KHOCTh paguKanIbHOU
XUpyprudyeckoi/snaoBackyasipuoin  koppekuuun (A16.10.024  3akpeitne nedekra
MIEPErOpOJIKH CepAla) C COXpaHEHHEM (EHECTPAlUH MEXITPEICEPAHON MEPEropoaAKH y
narrenToB ¢ JIAI' npu BIIC u otHomenuem Qp/Qs > 1,5:1 npu unngexce JICC 4-8 en.
Byza X M? WHIMBHAYalbHO B 3aBHCHMOCTH OT JPYTMX KIMHMYECKHX M
reMOJIMHAMHYECKUX MTOKazareei [6, 45, 48].

PKO I1IaC (YYP C, YV 5)

KommenTapuii. [lokasanus Kk paoukanvHo XupypeuuecKko/IH008aACKYIAPHOU KOppeKyuu npu
unoexce JICC 4-8 ed. Byda x m* u K HeKomopvim 6UOaAM NANIUAMUBHBIX IHOOBACK)IAPHBIX
onepayuti  (oMO0IU3AYUA  1€20UHBIX  KOLIAMEPANbHbIX — apmeputi npu  KpOBOXApPKAHbe,
CMEeHmMUpoOBanuI0 CMe0.J1a 1e60U KOPOHAPHOU apmepuu npu uuleMuy Muokapoa u op.) noopooHo
paccmompenvl 6  Eepasutickux  pexomenoayusx no ouacnocmuxe u aedenuto JII,
accoyuuposannoii ¢ BIIC y espocnevix — 2021 [48].

He pexkomenayercsi pagukanbHas XUPYpPrUYECKas/SHIOBACKYISPHAS KOPPEKIMH MallUeHTaM C
JIAT npu BIIC npu magexce JICC >8 en. Byma x M2, mpu cuHApoMe Dii3eHMeHTepa M
«MaJbIx/comyTcTByronmx aedexrax ¢ JIAD» [6, 45, 48, 118, 119].

PKO IIIC (YYP C, Y1 5)

PexoMeHnayercss paccMOTpPEeTh BO3MOXKHOCTh Y MallMEHTOB ¢ mpeTpukycnuaaibHsiMu BIIC u
nagexcom JICC >8 en. Byna x M? KopoTkwmii (Heckonbko Mecsines) kype JIAT -crenuduyeckoit
TEpaIuy ¢ OCIEYOIECH MOBTOPHOM OIIEHKOH onepadenpHocTH [45, 48, 219].

EOK IIbC (YYP B, YA 3)

He pexomenpayercss pytuHHas (reOOTOMHsS Ui CHIDKCHHS TOBBIIICHHOTO TE€MaTOKpHUTA Y
MAalMEeHTOB 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% npeoicoe 6ceco credyem o0bpamumev GHUMAHUE HA AOEKEBAMHYIO
euopamayuio [12].

PekoMenayercss mpH HCIOJB30BAaHMM BEHO3HOTO JOCTYNa Yy NAaIlMeHTOB C CHHAPOMOM
DiizeHMeHrepa TinaTeabHas npoduaakTuka smoonuii [12,45,48].

PKO IC (YYP C, Y] 5)

Pexomennyercss tepanusi JIAD-cnemuduueckumu npenapatamu (cM. CIUCOK COKpalieHuH)
cieayomuM nanuenTam ¢ npekanuusipaon JII mpu BIIC: 1) ¢ cunapomom DiizeHMeHrepa; 2) ¢
pesunyansHoOi JIAI' mocie pagukanbHON OuBeHTpHUKYIsipHON Koppekiuu BIIC; 3) ¢ JIAT npu
MaJibIX/conyTcTBytonmx jaedekrax; 4) mocie omnepanuun DoOHTEHA W JIBYHANPABICHHOTO
KaBOITyJIbMOHAJIBHOTO aHAacTOMO3a 0e3 JOIMOJIHUTENBHBIX MCTOYHHKOB JIETOYHOTO KPOBOTOKA
IpU OTCYTCTBUM JUCPYHKIIMH CHUCTEMHOTO >KEIyJO04YKa M MPH HAIMYUU MPU3HAKOB JIETOYHOU
COCYAMCTOM 00J1e3HU (CpeHUI TPaHCITyIbMOHABHBIN TpaiueHT > 6 MM pT. cT. u uHjaekc JICC
>3 en.BynaX/m?) u/uim HETOCTATOYHOCTH KpoBooOparmenns [45, 48, 118, 217, 218, 220, 221].
EOK I-Ila-11b - B-C (YYP C, Y1 5)

Pekomenayercss HazHadeHwe Oo3eHTaHa™* manuMeHTaM C CHHIPOMOM OW3eHMEHrepa MAJis
yiy4dieHus: Gu3ndeckoi paboTocrnocoOHOCTH U TEMOIMHAMUYECKUX MTOKa3aTesei

[12, 48, 220, 221].

EOKIB (YYP B, Y/ 2)

PexoMenayrotcs aMOpu3eHTaH™**, MaluTeHTaH*™*, cunaeHau1, puUOIUTryaT™™, HHraIsIIMOHHbIH
UIIONIPOCT U CeNieKcHunar** namuenTam ¢ npekanwusipHoit JII' npu BIIC [12, 48, 218].

EOK IIaC (YYP C, YA 5)

Pexomenayercs komMOWMHMpOBaHHas (HadaidbHas W TOcienoBarenbHass) Tepanus JIAT-
crierUUECKUMHE TperapataMu namnuentam ¢ npexammwuisproit JII mpu BIIC [12, 48, 118, 221].

EOK IIaC (YYP B, Y]] 2)

3.5.2 Jlerounasi apTepuajibHasi THIICEPTCH3UA, acCouuupoBaHHas ¢ CHCTCMHBIMHU

3a00J1eBaHUSIMH COeTHHHUTENbHON TKAHU

CucremHas ckinepoaepmusi — ayrouMMyHHoe CTt3CT HEM3BECTHOW ITHOJOTUH, NPH KOTOPOM
nopaxenue jerkux B Buae JIAI' wim U3JI sBisercs oCHOBHOM NMPUUMHON MPEXKIEBPEMEHHON
cMepTH [224-226]. O6mmas pacpoctpaneHHOCcTh JIAT cpenu manmenTos ¢ CCJl coctasinser 6,4%
(95% AN 5-8,3%), a obmrast 3a6oaeBaemMocth 18,2 ciyyas Ha 1000 wenmoseko-net (95% AN 12—

27,4), o JaHHBIM MeTaaHanu3a [226].
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Pacnipoctpanennocts nipu apyrux Ct3CT meHee m3ydeHa, 4TO OOYCIIOBIICHO 3HAYHTEIIBHOU
penkocteio oOHapyxeHus, Oonee 70% oT Bcex mammeHTOB ¢ JIAI mpm peBMaTHYecKUX

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

Pexomennyercs obcnenoBanue marmuentoB ¢ JIIT mpu  Cr3CT mo  craHmapTHOMY
JTUArHOCTHYECKOMY anroputMy namueHToB ¢ JII' ¢ uckimouenuem Hanbosee 9acTeix npuauH JII
— MATOJIOTHS JIETKUX W/MJIM THUIIOKCEMHUS U 3a00JIeBaHMsI JIEBBIX OT/IeNoB cepana [12, 15, 16].
PKO IB (YYP C, Y1 5)

KommenTapuii. Smuonocuss JII' y 6onvhvix Cm3CT neoonopoona u exaouaem: JIAI; JIT,
00yCN06NIeHHYI0 3a001e8aHUueM eeKUX uw/uiu cunokcemuetl, nocmxanunapuyro JII, na gone
3a60/1e6aHUll 1€8bIX OMOEN08 cepoya (cucmonudeckas/ouacmonuveckas oucgynxyus), JIBOB;
XTOJII' y nayuenmog ¢ anmugocgorunuouvim cuHopomom, uiu nocie TOJIA [229].
Pexomennyercs exerognbiii OxoKI'- ckpununr y mnaumentoB ¢ CCJl npu Hanuuuu
JIAT acconmupoBanHoro ¢peHorura (cuaapoM Peiino 6omnee 12 ner, HaMYue TeIeaHrnO3KTa3nH,
MOJIOKUTEITHHBIX AHTUIICHTPOMEPHBIX aHTHTEN, MOBBIMICHUE YPOBHS MOYEBOW KHCIOTHI >340
MKMOJIb/JI, OTCYTCTBHE aHTHTEIN K Torousomepase-1) [6, 12, 230, 231].

PKO IB (YYP B, Y/ 3)

KommenTapmii. [Jokazamenvcmea knunuueckou yenHocmu panuezo eviaenenus JIAI npu CCH
ObLIU NOTYUEHbL 8 NPOSPAMMAX CKPUHUHSA, NOKA3ABULUX MEHee 8bIPANHCEHHbIEe 2eMOOUHAMUYECKUEe
HapyuweHUs u IyYuiyio 8bloicueaemMocmy y gvlasiennvlx nayuenmos [129,130,225]. Pazpabomano
HEeCKONbKO aN20PUMMO8 CKPUHUH2A C UCNOIb308AHUEM KOMOUHAYUU KIUHUYECKUX NPUSHAKOS,
umMMyHono2u4eckux mapkepos, IOxoKI, ¢ynxyuonanvueix necounvix mecmos (uccieoosauue
HeCnpoBOYUPOBAHHBIX ObIXAMENIbHLIX 00beMO8 U NOMOKO08, UCCIe008anue Oud@dy3uoHHou
CnocoOHOCmU  leeKux) U Uccieoo8anus — yposHs — N-mepmuHanibHo2o — (pasmenma
Hamputiypemuyeckozo nponenmuoa moz2osozo (NT-proBNP) 6 kposu s ombopa nayuenmos c
CC/] onsa YBKC (DETECT) [132] u Aécmpanuiickoui epynnul no usydenuio ckiepooepmuu (ASIG)
[229]). Cnedyem noouepkuyms, umo sonpocwvl ckpununea JIAI ne kacaromces nayuenmos ¢ CC/l
¢ U3JI uw/unu nopadsxcenuem nesvix omoenog cepoya. Bwiaenenue JII' epynnet 3 u 2 6 xooe
OUHAMUYECK020 HADNIO0eHUs Y IMUX NAYUEHMO8 C8UdemelbCcmayiom o npozpeccuposanuu MU3J1
U/UNU NOPACEHUS 1IeBbIX OMOEI08 cepoya, yXyouiaem npocHo3, u mpebyem, 8 nepeyro ouepeos,
onmumuzayuu mepanuu M3J1 u/unu nopasicenus nesvix omoenog cepoya, NoCKOAbKY pymuHHoOe

HA3HA4YeHue JIAF—cneuuqbuqecxux npenapamoe osmum nayuenmam moicem npueecmu K

yxyowenuto [129, 229, 231].
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JIAT -accoyuuposannsiii penomun CC/] exnouaem anamuecmuyeckue ceeoerust (OIUmenbHoCmb
cunopoma Peiino 6onee 12 nem 0o nepsvix npusnaxos JIAI), kiunuyeckue (meneansuskmasuul,
JUMUMUPOBAHHOE nopasiceHue  Koxcu uiu — e20  Omcymcmeue) u  1abopamopHwie
(cunepypukemusi, Haluyue AHMUYEHMPOMEDPHBIX AHMUMEN, OmMCYmcmeue aumumen K
monousomepase-1) noxazamenu, ceszannvle ¢ passumuem JIAI y nayuenmos ¢ CCJ/J [232]).
Pexomennyercs HanpaBisiTh ckpuHupoBaHHbIX nanueHToB ¢ CC/ u npyrumu Ct3CT co cpeaneit
U BBICOKOI BeposiTHOCTBIO JIATL o maHHbIM 5X0Kapauorpaduu B axcrepTHsiii nentp JII' [12, 15,
16].

PKO IA (YYP C, Y/ 5)

Pexomennyercs nabmonenue mnamuentoB ¢ Ct3CT wu JII, oOycnosnenHonr WM3JI wumm
3a00JIeBaHUSAMHU JIEBOTO JKEITYyA0YKa, MHOTONPOQMIBHOW TPYNION CIEHATUCTOB, BKIIOYAs
Bpava-KaproJiora, Bpavya-yJIbMOHOJIOTa, Bpadya-peBmaTosora u ap. [6, 12, 15, 16].

PKO IA (YYP C, Y1 5)

Pexkomenyercss WCHONB30BaTh HWCCIEAOBAHHE YPOBHS MOYEBOW KHCIOTBI B KadyecTBE
JIOTIOJTHUTEIILHOTO TUArHOCTUYECKOro U Iporuoctudeckoro Mmapkepa JIAI' y manmentoB ¢ CCJI
[233-235].

PKO IB (YYP B, Y]] 2)

KommenTapuii. ¥V nayuenmos ¢ CCJ/] mouesas kucioma 6vi1a u0eHmu@uyuposana Kax maprep
NOBPENHCOCHUSL MUKPOCOCYO08, 0EMOHCMPUPYSL XOPOULYIO KOPPENAYUIo C YPOBHEM KPeamuHuHa 8
cvlgopomke u nokazamenimu eemoounamuxu [233]. T'unepypuxemus sensemcs 4acmolm
AGeHUeM NpU MKAHE8OU 2UNOKCUU. NOBbIUEHHBIU YPOBEeHb MOYeB0lU KUCIOmMbl - NOOOUHO20
NPOOYKMA OKUCIEHUSL NYPUHOS, NOBbIUAEMCS NPU HAPYULEHUU OKUCTUMENbHO20 MemaboIusma u
obnapyorcueaemces y nayuenmos c JIAI" paznuynoti smuono2uu npu 0OKA3aHHOU KOPPerAyuU ¢
@K no NYHA, cmepmuocmoio u oucmanyueu TILIX [234]. JIAI-cneyughuueckas mepanus
3HAUUMENILHO CHUdICAEN YPOBEeHb MOUYeBOl KUCI0mbl 68 nepughepuieckotl kposu [235].
Pexomennayercs nposeaenne UBKC Bo Bcex ciyuasx nomo3penus Ha JIAT, accoruupoBaHHYTO C
Ct3CT [6, 12,15,16].

EOK IC (YYP C, Y1 5)

Kommenrapuii. Yuumswisas mnocogpaxmopnocme noswviwenus /JJIA y nayuenmoe ¢ CC/ u
HU3BKYIO UX BbIJCUBAEMOCMb, 6e0emcsi NOUCK OONOIHUMENbHLIX (aKmopos O paHHe20
svisinenus JIAI'. J{na pewenus eonpoca o neobxooumocmu YBKC npeonoscenvt anrcopummol
panneil ouacnocmuxu JIAI, accoyuuposannoii ¢ CC/: 6 uccnedosanuu PHAROS npeonacaemcs
OYeHKA OAHHBIX UCCAe008AHUSI HECNPOBOYUPOBAHHBIX ObIXAMENbHLIX 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 ¢ meuenue ne menee 3 nem, OUAeHOCMUKA
ocHosvieanracy Ha oyenke coomuowenus DPKEJI/DLCO, nanuuus meneaneudskxmasuii,
anmuyenmpomepuolx anmumein, yposHs NT-proBNP u mouegoti Kuciomol, y4umsl8aiuct maxKue
OanHble, KaK OMKIOHEeHUe daeKmpudeckotl ocu cepoya enpaso Ha KT, niowaow I111 u ckopocmo
MPUKYCNUOAIbHOU  pecypeumayuu  no  oauuweim  OxoKI'  [132]. Ompuyamenvhas
npeodcKazamenbHas YeHHOCms 0aHHo20 ancopumma cocmasuia 96%. Yuumvieas ¢unancoswvie
3ampamel U HeOOCMYRHOCMb HEKOMOPbIX UHCMPYMEHMALbHbIX Menmodos (ucciedosanue
ouggysuonnoti cnocoonocmu neexux (DLCO), ceazamnvie ¢ HEOOXOOUMOCMbIO €XHce200H020
06cnedosanus, 8vloeieHue 2pynn puckd, 0O03HAYEHHBIX 8 PEeKOMEeHOayuu, Npeocmasisiemcs
Haubonee yerecoobpasnvim. Mzonuposannoe cnudicenue DLCO nabnioodaemces kax npu JIAL, mak
u ¢ Hauanouvim U3JI, nokaszano, umo npocHocmuyeckoe 3HayeHue 0aHHo20 Memooa ycmynaem
ouaenocmuyeckomy [237].

He pexomenayercst npoBenenue tecta Ha BazopeakTuBHOCTH npu UBKC mammentam c JIAT,
accoruuposannoii ¢ Ct3CT [6, 12, 15, 16].

EOK IIIC (YYP C, YA/ 5)

KommenTtapuii. Cpeou nayuenmog ¢ JIAI'-Cm3CT nonoscumenvHulil 8a30peakmusHbulll mecm
Habnooaemcs menee, yem 6 1% ciyuaes, nosmomy oyenka eazopeaxmuenocmu 6o gpemsa YBKC
Y OaHHOU Kame20puu NAYUueHmos He nposooumcs u, coomsemcmeenno, KK onsa nevenus JIAI
He npumensitomcs [129]. B 6onvwuncmee ciayuaes BKK npumensiom monvko 6 Kauecmee
mepanuu cunopoma Petino.

Pexomennoano y nanuenTos ¢ JIAL', acconuupoBannoii ¢ CT3CT, npuMeHATh TOT ke aIrOpUTM
Jedyenus, 9to u y manuentos ¢ UJIAT [6, 12, 15, 16].

EOKIC (YYPC, Y1 5)

KommenTapwuii. Ilayuenmor ¢ Cm3CT npunumanu yuacmue ¢ PKU co ecemu epynnamu JIAIL -
cneyuguueckux npenapamos. Hasnauenue cneyughuuecroun mepanuu JIAI 6oronoiv ¢ CCH
NO360IUNO YEIUYUMb MPEXIEMHION BblXCUBAeMOcmb nayuenmos ¢ 45 0o 56% [129, 238].
Oounaxo xonuvecmeo yyacmeayrowux 6 PKU nayuenmos ¢ JIAI-Cm3CT neconocmagumo meHwvue
no cpasneruio ¢ yuciom nayuenmos ¢ UJIAI'. PKU, noceawennvie oyenxe JIAI-cneyuguueckou
mepanuu uckuoyumenvuo 6 e2pynne nayueumoe c¢ JIAI-Cm3CT, 6 wnacmoswee epems
omcymemeyiom. Omo umeem onpeodeneHHoe 3HayeHue, nockonvky nayuenmel ¢ Cm3CT 6onee
cmapuie2o 803pacma 4acmo UMerOm CKelemHO-MbluieyHble NpodIeMbl U CONYMCMEYIOU)Io
NAmon02Uuro, 4mo 02PaHudueden BblNOJHEeHUe U UHMepnpemayuio Hazpy3ounvlx npoo [6, 49,

103]. 'V nayuenmos ¢ JIAI-Cm3CT ommeuancs menvwuii npupocm oucmanyuu 6 TLIX no

92



cpasnenuto ¢ boanvuvimu ¢ UJIAL. B smoii cea3u pe3yivmamovl nocieOHux 0o1eocpounsvix PKU
SERAPHIN u GRIPHON [50, 183], oyenusarowux KoMOUHUPOBAHHYIO KOHEYHYIO MOUYKY 8 8UOe
3a601€6aeMOCmMU/CMEPMHOCMU, NPEOCMABIAIOM 0COObIL UHMepec 6 Ko2opme NAYUeHmo8 C
JIAI'Cm3CT. Cnedyem umems 6 6udy HeoOHOpooHocms epynnvl hayuernmos ¢ JIAI-Cm3CT &
PKU. Teuenue 3abonesanus, nopadiceHue Jneckux u cepoya, @opmuposanue JIBOB,
conymcmsylowas mepanus U OCINOMCHEHUS MO2YM CYWEeCMBEHHO PAa3IudamvCs MexHcoy
nayuenmamu ¢ cucmemuou kpacrou eonyanxou, CC/l u opyeumu Cm3CT. B 6orvuuncmsee PKU
namono2us N1e2KUx UCKIOUAIACh HA OCHOBAHUU OAHHLIX UCCIe008AHUS (DYHKYUU BHEULHe20
ObIXAHUS, M020a KAK 6bINOJHEHUEe KOMNbIOMEPHOU momozpadhuu opeanos 2pyoOHOU NoJLOCmu
mpebyemcs 015 8viaeieHus uobposa/smepuszemvt neekux. Kpome moeo, y nayuenmos ¢ Cm3CT
Yyacmo nopadcaromcs Jieevie omoenvl cepoyd, Umo 3HAYUMETbHO YXyoulaem HpPoSHO3 Y
nayuenmos ¢ JII' npu Cm3CT [239, 240].

He pexomenayeTcs nCmoib30BaHHEe MMMYHOCYIIPECCUBHON M TPOTUBOBOCTIATTUTENILHOM Tepanuu
st neuenus JIAT y nmanumentos ¢ CCJ] [129,226-228].

EOK IIIA (YYP C, YA/ 5)

He pexomeHayercs pyTMHHOE Ha3HAYeHHE aHTUTPOMOOTHUYECKUX CpelcTB mnanueHTam c JIAT,
acconuupoBanHoii ¢ CT3CT, mpu OTCYTCTBUH JOMOJHUTEIbHBIX MOoKa3aHui [ 129, 241, 242].
EOK IIIB (YYP B, Y11 3)

PekoMeHyeTcss MPUMEHSTh CTPATETHIO OICHKHM PHCKAa C JOCTIKEHHUEM HU3KOTO pHCKa
neranpHOCTH B pesyabTare JIAI-cmenumduyeckoit Ttepanuu y maunumentoB  JIAT,
acconuuposannoii ¢ Ct3CT [6, 12, 15, 16].

EOK/PKO IC (YYP C, Y 5)

KommenTtapwuii. PKU, cpasnusarowux sgpgpexmusnocmo JIAI-cneyuguueckou monomepanuu y
nayuenmos ¢ JIAI-Cm3CT, ne npogoounoco. B npunamuu pewenus no 6vi60py npenapamos
UCX00UmMsv U3 PUCKA JIeKAPCMBEHHbIX —83AUMOOCUCMBUL, HATUYUL NOPAXNCEeHUs nedeHu
(bunuapnvii yuppo3 neuenu) u nouex. Illpumenenue cmapmogol KOMOUHUPOBAHHOU U
nocnedosamenvrou JIAI' cneyuguuecxoti mepanuu npu JIAI-Cm3CT npooemoncmpupogano
nonodicumensvuvie dggexmol, xKax u y nayuenmos ¢ UJ/IAI, 6 omnowenuu ymeHbueHuss puckos

Hebrazonpusmuoix cobvrmui [12,129].

3.5.3 [TopTony,IbMOHAILHAS THTIEPTEH3US

[TopronynsmonanbHas runeprensus (nmoptolll’), kak npexanusuigpHas gopma JII', ormeuaercs y
2—6% TanueHTOB C MOPTAILHOW THUIEPTEH3UEH MPH TATOJIOTUU WM OTCYTCTBUHU TTOPaKCHUS

ME4YCHHU, KOTOpPYIO CJICAYCT III/I(p(I)CpeHL[I/IpOBaTB C TIcCHarolyJbMOHAJIBHBIM CHHIAPOMOM.
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[Tocnennuii pazBuBaeTcs Mpu 3a00J€BaHUSAX MEUYEHH, BPOXKIECHHBIX TOPTOCUCTEMHBIX IIYHTAX U
COIPOBOKAAETCA UjaTalluell COCYJI0B JIETKUX B OTBET HAa TMIIOKCEMUIO ITpu HopMasibHOM JICC
[49,127]. TenaromysibMOHAJIBHBI CHHIPOM MOXKET MPE/IICCTBOBATh WM Pa3BUBATHCS

oxHoBpemMeHHO ¢ opTolll” [101, 244].

Pexomentyercsi BRIIOIHATH 3XOKapAHOTpaduio y manueHToB ¢ cumnromamu JII' mpu Hammuuu
[IATOJIOTUY NI€YEHU WM MOPTAJBbHOM T'MIEPTEH3UH U y BCEX KaHAMJATOB HAa TPAHCIUIAHTALUIO
neuenu [6, 12, 15, 16].

EOKIC (YYP C, Y1 5)

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

PexomMenayercss mpoBOAUTh OOCIEOBaHUE MAIUEHTOB, HAXOJSIIMXCS B JIMCTE OXHJIAHUS Ha
IIPOBEJICHUE TPAHCHIOTYJISIPHOTO BHYTPUIIEYEHOUYHOTO MOPTOCUCTEMHOrO IIYHTHUPOBAHUS HWIN
TpaHCIUIAHTAllUM T[E€YEHM, I HUCKIIOYEHMs] [OPTONYJIbMOHAJIBHOW T'MIEPTEH3UH, Kak
HE3aBUCHMOIO MPEAUKTOpa cMepTHOCTH [6, 15, 245].

EOK IB (YYP B, Y1/ 3)

PexoMenyercs HampaBisATh NAllMEHTOB C MOPTOMYJIbMOHAIBLHONW TMIIEPTEH3UEN B dKCIIEPTHBIE
[ICHTPBI, PACIIOJIarafoIie ONBITOM Pa0bOThI ¢ 3abosieBanusMu rieuenu u JII [6, 245].

EOKIC (YYP B, Y1/ 3)

VY nanueHToB ¢ NMOPTOIMYJIbMOHAJIBHOW THUIIEPTEH3UEH PEKOMEHIYETCS NPUMEHATh aITOPUTM
neuenust JIAT, yauTeiBast TSDKECTh 3a00ieBanus nedeHu [6, 12, 15, 16].

EOKIC (YYPC, Y 5)

He pexkomennyercs HazHaueHue JIAI-crnenumduueckoil Tepanmuu manueHTaM ¢ MOPTAIbHOM
runepTeH3ueit npu noseiieHuu cpeanero JJIA u cepaednoro Beiopoca npu HopmaisHOM JICC

[12, 127].

EOK IIIC (YYP C, Y1 5)

[TauenTaM ¢ MOPTOIMYJIBMOHAJIBHOW TUIIEPTEH3UEH peKOMeHayeTcs HadanbHas JIAL-
cneuuduyeckas MOHOTEpamusi ¢ JaJbHEHIIMM Ha3HAuY€HUEM, TIpH HEOOXOIMMOCTH,
MOCJIeTI0BATEIbHON KOMOMHUPOBAHHOM T€PAIUH C YY€TOM OCHOBHOTO 3a00JI€BaHMSI M TIOKa3aHUN
K TpaHCIUTaHTanuu neuenu [12, 127].

EOK IIaC (YYP C, YA 5)

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

bezonacnocmu JIAI-cneyuguueckoii mepanuu, ymo HeoOX0OUMO YUUMBIEAMb NPU HA3HAYEHUU
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npenapamos, 0000peunvix 01 aedenus JIAI. 'V nayuenmos ¢ nopmolll’ u ymepennvimu/
MANCENLIMU — HAPYUIEHUAMU — (YHKYUU NeyeHu, peKomeHoyemcsa uzbe2amv — HAZHAYEHUs
2enamomoKCcuUyHbIX npenapamos, 8 wacmuocmu AP [251, 252]. B niayebo-konmpoaupyemom
PKU PORTICO y nayuenmos ¢ nopmolll” (56% nayuenmos ¢ anko2oibHbIM Yuppo3om neyeHu,
41% — eupycuvim ecenamumom C) Ha ¢oune mepanuu mayumenmanom™** x 12-ii Hedene
docmogepro cuudicarocy JICC u cpl/IA, yeeruuusancsa CHU 6e3 3nauumvix usmenenuti @K npu
omcymcmeuu cryyaes KIuHU4eCKy 3Ha4umMo20 nogblileHUs YyposHs mpancamunas [246].

Y nayuenmos c¢ nopmolll’ mpaouyuonno npumensiomcs HMPD/[I-5. B unekommpoaupyemom
uccnedosanuu y nayuermos ¢ nopmolll’ npu YBKC ommeuanocw chusicenue JICC u cp/l/IA uepes
3 eooa neuenus, oonomy u3 11 nayuenmos yoanoco yCneuino 6blNOJHUMb MPAHCNIAHMAYUIO
nevenu [245, 247]. [danuvle 0 npumeHenuu UHAIAYUOHHLIX NPOCMAHOUOO8 O2PAHUYEHDL
COUHUYHBIMU KIUHUYeCKUMU cayyasmu. Hanuuue mpomboyumonenuu u 6biCOK020 puUCKa
2emMoppazuyeckux OCI0JCHeHUll mpedyem OCMOPOICHOCMU NPUMEHEHUs MOl  2pynnsl
npenapamos.

B PKU PATENT-1 11 nayuenmog c nopmolll nonyuaru mepanuto puoyucyamom™** 2,5 me 3 pasa
8 Oenb, 0OHAKO ananusa d¢gexmusHocmu/ 6e3onacHocmu jiedeHus 6 Mol Nnoodzpynne He
npogoounocy [177]. Hdannvie o npumenenuu azonmucma peyenmopos IIL] cenexcunaza** y
nayuenmos ¢ nopmolll” noka omcymemayiom.

PekoMenayercs paccMOTpeTh BO3MOXKHOCTh TPAHCIUIAHTAIMU TICUEHU Yy TMAIUEHTOB C
OINTHMAJIbHBIM TeMOIMHAMUYEeCKUM 0TBeTOM Ha JIAT -crierduyeckyro tepanuto [6, 12, 15].
EOK IIaC (YYP C, YA/ 5)

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

He pekoMenayercs TpOBOAWTH TPAHCIUIAHTAIIMIO TEYEHU TMAlMeHTaM C  TKEIon
HOPTOIYJILMOHAIIBHOM rHIlepTeH3uei [6, 245].

EOK IIIC (YYP B, YA/ 3)

KommenTapuii. Pazsumue JIAI' conpsioiceHo ¢ 8biCOKUM PUCKOM CMEPMHOCIU Y NAYUEHMO8
nocie MpancniaHmayuy nevenuy no npuduHe maxcenol neyeHouHol namonocuu. npu cpdJjIA >50
Mm pm. cm. ommeyanacw 100% nepuonepayuonnas cmepmuocmo, npu cp/dJIA 35-50 mm pm. cm.
u JICC >3 eo. Byoa - 50% [12, 15]. Meowcoynapoonoe obwecmeo mpancnianmono208 6
Kauecmee aOCONIOMHBLIX NPOMUBONOKA3AHUU K MPAHCHAAHMAYUU NeYeHU NPeOSloHCUNO
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 ycnewnou mpaucnianmayuu pewieHue o 0e3CKAIayuu ulu ommeHe mepanuu
NPUHUMAEMCSL HA UHOUBUOYATILHOU OcHoge [12].

He  pexomeHnmyercs — Ha3HadYeHHWE  AHTUTPOMOOTHMYECKHX  CPEICTB  MAalMEHTaM  C
HOPTOIMYJIbMOHAIBLHOM TMIIEPTEH3MEH M3-3a PHCKA Pa3BUTHSI FTeMOPPArHYeCKUX OCIOXKHEHHI [6,
12, 15, 16].

EOK IIIC (YYP C, YA/ 5)

Kommenrtapuii. [layuenmor ¢ nopmolll’ umerom 6biCOKUll puck Kpogomeuenus, 6c1e0Ccmsue
HapyWeHH020 cuHmesa (hakxmopos ceepmuvl8aHus U HEKOHMPOIUPYEeMOU SUNOKOA2YIAYUU Ha
Gone npuema aHMUKOGZYNAHMOS, HANUYUEM BAPUKO3HO PACWUPEHHBIX 6€H Nuuesood u
eemoppoudanvuvix eéer [15, 49, 127]. AumuxoazyissHmuas mepanusi Mojicem 00Cyircoamscsi npu

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

3.5.4 Jlerounasi apTepuajibHasi THIIePTeH3HUs1, acconiunpoBanHasa ¢ BUY-undexmuuei

[IpuMeHeHHE BBICOKOAKTUBHOW aHTHUPETPOBUPYCHOM Tepanmuu M JOCTHXKEHUS B JICYCHUU
OTIMOPTYHUCTHYECKMX WHQEKINI CIIOCOOCTBOBAIM YBEIHMUEHHUIO MPOIOJDKUTEIBHOCTH KH3HU
naquentos ¢ BUY [12,128,248]. B cnekTpe cepaeuyHO-COCYIUCTBHIX oOcloKkHeHu JIAT
pasBuBaercs b y 0,5% nauuentos ¢ BUU-undexueil u sBisercs He3aBUCUMbBIM (PaKTOpPOM
pHucKa cMepTHOCTH. 3a cueT npumeHeHus JIAI-cneunpuueckoil Tepanuu ynajioch yJay4llIUTh
KJIIMHUYECKHUE UCXOJIbI C JOCTHKEHHEM TpeXJieTHEN BbhKUBaeMOCTH 72—84% [6,49]. Tlatorenes
JIAT-BUY T1pebyer wu3yueHus: B BOCHAIMUTEIbHBIX HMHQWIbTpaTaxX JETKUX BUPYC HE
00OHapy»XUBAETCsl, YTO YKA3bIBAET HA POJIb (PaKTOPOB BOCIIAJIEHHUS U POCTA B KAUYECTBE TPUITEPOB
JIETOYHOM cOCyAMCTON O0NIe3HN y MpeapacnoiaoxkeHHbix nauentos BUY [249]. [Tpu JIAT- BUY
HE BBISABICHO KOPPEISLUU MEXIY TSDKECTBIO IeMOJMHAMMYECKMX HApyLIEHMM W CTaauen
OCHOBHOTO 3a00JIeBaHHS WM BBIPAXKEHHOCTbIO HMMYHOJE(QUIUTA, MOTYT BBISBIATHCA
nornoHuTeNbHbIE (pakTopbl pucka JIAI, Takme kak 3a0oneBaHuE TEYCHH (XPOHUYECKUMA

BUpYCHbIiA renatut B mim C) win Bo3aeiicTBue ekapcets/ TokcuHoB [ 12, 250].

He pexomenayercs BbINIOJIHEHUE 3XOKapauorpaguu y OeccMMNTOMHBIX mnanueHtoB ¢ BUY
uHdekuueii [6, 12, 15, 16].

EOK IIIC (YYP C, YA 5)

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

ocnodicHenul, cesazanHbix ¢ BUY, makux xax muoxapoum, xapouomuonamus, JIAI' [6, 12].
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Aneopumm  ouacnocmuxu npu JIAI-BUY coomeemcmsyem obwenpunamomy, YBKC
obs3amenvha st NOOmMeepAICcOerust npekanuiisapuozo muna JII© [6, 12].

Pexomen10BaHO Ha3HA4YEHHME BBICOKOAKTHUBHOW aHTUPETPOBUPYCHOM TE€paIllMU BCEM ITALIMEHTaM
¢ JIAT-BUY nns ynyumenus mporuosa [12, 249].

EOK IA (YYP C, Y1 5)

KommenTapuii. B cospemennvix pexomenoayusx 6vlCOKOAKMUGHAS AHMUPEMPOSUPYCHAs
mepanus. pekomeHoyemcs écem nayuenmam ¢ BUY eue 3asucumocmu om yposus CD4+ u
supycHou Haepysku [12, 128]. llpumenenue 6bicOKOAGKMUBHOU AHMUPEMPOBUPYCHOU Mepanuu
He npedynpexcoaem pazeumue JIAI' u He oka3zvieaem 6GIUAHUA HA 2eMOOUHAMUYECKUE
napamempwi. Ananuz 509 cayuaes JIAI-BUY 3a nepuoo 1987-2009ze. noxaszan, umo
8bIXICUBAEMOCb ObLIA 8bIUUE Y NAYUEHTNO8, NOJYUAIOWUX AHMUPEMPOBUPYCHYIO mepanuio (55%
npomus 22%, p <0,01), y nayuenmos, nonyuarowux moavko JIAI-cneyuguueckyro mepanuio
(76% npomue 32%), npu couemanuu anmupemposupycrou u JIAI-cneyuguuecxoii mepanuu
(69% npomue 38%, p<0,01) [249].

Pexomenayercs HauvanpHas MoHoTepanus nauueHtam ¢ JIAI, accouuupoBanHour ¢ BUY-
uHpekuuel ¢ Ja’dbHEWIIUM Ha3HAuYeHUEM, TMPU HEOOXOAMMOCTH, MOCIEAOBATEIHHON
KOMOMHHMPOBAaHHOW TEpalUU C y4E€TOM COMYTCTBYIOUIMX 3a00JIEBaHUN U MEXKIJIEKapCTBEHHBIX
B3auMojiecTBuiA [12].

EOK IIaC (YYP C, YA 5)

KommenTtapuii. [layuenmor ¢ JIAI'-BUY ne exnouanuce 6 oonvwuncmeo PKHU. BKK ne
HA3HAYAOMCS YMOU Kame2opuu OOIbHBIX 6 C653U ¢ omcymcemeuem easopeaxmushocmu [6, 12].
Yoeoumenvnvie Odoxazamenvcmea 6 nonwv3y npeumyujecmea mo2o uau uHoz2o kiacca JIAI-
cneyugpuueckux npenapamos y nayuenmos ¢ JIAI-BUY ne nonyuenwl. llenecoobpasznocmo
UCNONIL30BAHUSA KOMOUHUPOBAHHOU MEPANUU OCHOBbI8AEMCS HA OAHHBIX Pe2UCPO8, NOYYEeHHbIX
vy nayuenmos ¢ MJIIAI" [9, 24, 26]. Credyem npunumams 60 BHUMAHUE PUCK BO3HUKHOBEHUSL HOBbIX
COCMOAHUL U 3a001e8aHUL, KOMOPble MO2YN CYUWeCME8eHHO usMeHAms kak meuenue BUY u JIAT,
MAaxK U NpoBOOUMYIO MEPANUIO C YYemOM MeNCIeKAPCMBeHHbIX 3aumooleticmeuu. Pazeumue
XOBJI npu JIAT-BUY moorcem cnocobcmeosams pazsumuto eunokcemuu [128].

Ipumenenue necenekmusnozo AP 603enmana™** 6 npocnexmueHom omxpvlmom uccied08anuu
BREATHE-4 y 16 nayuenmos c JIAI-BUY uepes 16 nedenv npusoouno k yayuuwenuro @K (BO3)
u oucmanyuu 6 TIX, yeeruuenuro CH u cnuoicenuio cp/l/IA npu xopoweii nepenocumocmu
npenapama [250]. C yuemom nomeHyuanvbHo20 63aumMoOelcmeus ¢ aHmupemposupyCHulMU
npenapamamu mpeoyemcs muamenbHulil 1a00pamopHblll. MOHUMOPUHZS NPU  HA3HAYEeHUU

bozenmana** [12]. Eounuunvie nayuenmol ¢ JIAI-BUY exnrouanuce ¢ PKH  ARIES-1/2
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,GRIPHON u SERAPHIN [15, 50, 170, 183]. U®/[D-5 naubonee wacmo npumensiomcs OJis
nevenus: nayuenmos c JIAI-BUY, npusoos k ynyuwenuro @K u ymenvwenuro cp/lJ/IA. Xoms npu
COBMECMHOM npueme ¢ UHeUOUMOpamu npomeas YCMAHOBIEHO NOGblUleHUe KOHYEeHMpayuu
cunderaguna 8 Kposu, 8 PYMUHHOU KIUHUYECKOU NPAKMUKe He ONUCAHO HeNCenamenbHblX
a60enuti u cucmemnou eunomonuu [175]. Ilpu JIAI'-BHUY noxa omcymcmeyom OaHHble O
npumenenuu cmumynamopa plLl puoyucyama™™, a maxoce KOMOUHUPOBAHHOU mMepaAnuuU.
Cnedyem maznauame JIAI-cneyuguueckyro monomepanuio Ha @QoHe NPOMUBOBUDYCHBIX
npenapamos CUCMeMHO20 0elticmausl, 8 NOCaedyuiem no0 KOHmMpoiem npodhuis bezonachocmu
DPEKOMEeHOyemcsi NpuHAmue UHOUBUOYATbHBIX peuleHuli 0 KOMOUHUPOBAHHOU mepanuu y
nayuenmos ¢ JIAI-BUY, ne oocmucwux cmamyca Huzkoeo pucka [12].

He pexomenmyercss pyTMHHOE Ha3HaUYC€HHWE AHTUTPOMOOTHYECKUX CPEACTB MAIMEHTaM C
JIATBUY [12, 15, 16].

EOK IIIC (YYP C, YA/ 5)

KommenTapmii. B kxomnnexcrnou mepanuu JIAI-BUY anmumpombomuueckue cpedcmea 00b14HO
He NPUMEHSIOMCS 8 CBA3U C BbICOKUM PUCKOM KPOBOmMeueHUll Ha hone mpomoOoyumoneHuy u
conymcemayoujell namolo2ul, a makKaice 8C1e0Cmeue MedHCIeKapCmeeHHblX 83aumooeticmautl [6,
49]. Ilpu nanuyuu dicusHeyepodcarowux Kiunuveckux cumyayuu (ocmpas TOJIA), evicokom
pucke mpomoOOmMu4ecKux coObimull AHMUKOA2YIAHMHAS MepPanus Moxcem o0CcyHcoamovcs 8

UHOUBUOYATILHOM NOPIOKe.

3.55 JlerouHasi BEHOOKK/JIO3HOHHAsi 0O0Je3Hb W JIErOYHbIH KANMWLIAPHBII

reMaHruomMarto3s

JIBOB u JIKT — penxue popmbl JII' ¢ xapakTepHsIM pemoaenupoBanrem Benya MKK [6, 12, 93].
Bepudukanus qparsosa HepeaKo BO3MOKHA TOJIBKO TIPU BHIITOJIHEHUH ayTOTICHU. B pesynbraTe
NOJTHOT€HOMHOI'0 reHeTtudeckoro oOcnenoBanust 13 cemeil ¢ JIBOB BbIsBiIEHBI OnaielbHble
myTaiuu B reie EIF2AK4, ycraHOBIIEH ayTOCOMHO-pELIeCCUBHBIN THUIT HacleaoBaHus. B ogHom
cinydae nokazaHa JIKI, uro mosBossier paccmarpusare JIBOBb u JIKI' kak nBa KIMHHKO-
natosiornyeckux Bapuanta JIAI' ¢ mopaxenuem Benyn/ kammnisipoB MKK [6]. Hapsny c
TEeHETUYECKOH IpepacnonoxkeHHocTho GakTopamu pucka JIBOB/JIKT sBastoTcs npumeHeHue
IKUITUPYIOIINX CPEICTB, OPraHUYECKUX PACTBOPHUTEIEH M, BO3MOXKHO, JyueBas Tepamus [15,
27]. TIpu C3CT u BUY-undexuun moxer Habmoaarscs Mopdonorudeckuit tun JIBOB/ JIKT,

YTO MPUBOJUT K ociokHeHusM JIAT -cniennpudeckoit Tepanuu y Takux narueHTos [25, 93].
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[TariuentoB ¢ mogo3penuem Ha JIBOB/JIKI™ pekoMeHIyeTcs B CPOYHOM TOPSJIKE HAINPABIISATH B
skcneptHbId neHtp JII' is Bepudukanum quarnosa [6, 12, 15, 16].

EOKIC (YYPC, YA 5)

KommenTapuii. /[n1s ouaenocmuxu JIBOB/JIKI' npumensiemcs cowemanue KIUHUHECKUX U
DPEHM2EHON02UYEeCKUX OAHHBIX, UCCTIe008AHUE HECHPOBOUUPOBAHHBIX ObIXAMENIbHBIX 00beMo8 U
HOMOKO08, ucciedosanue OuGOy3uoHHoU cnocoOHOCMU 1e2KUX, 2eHeMU4ecKo20 MmeCmupo8ansl
o5t noomeepaicoenus JIAI ¢ sosneuenuem necounvix genyn/ kanuniapos [93]. Penmeenoepagus
JlecKux nosgonsem eviaeums aunuu Kepnu, ysenuuenue numgamuueckux y3noe cpedocmenus u
UHMEPCMUYUATILHYIO UHGUIbMPayUuio 8 OONOIHeHUe K Opy2um npusnakam JII°

[49]. KT opeanog epyoroti nonocmu s61semcsi OCHOBHbLM MEemMOOOM HeUHBAZUBHOU OUACHOCTNUKU
JIBOD, swiagnaiowum mpuaoy XapakmepuvlX HNPUsHAKo8. YEHMPOIOOVIAPHLIL CUMNINOM
«Mamogo20 CMeKIay, YMoaueHue MeHCOO0IbKOBbIX Nepe2opoO0oK Yyeerudenue TUM@bamuieckux
y3noe cpeoocmenust [6, 12 ,93].

JIBOB/JIKI" mooicem conpogoicoamuvcs  albBeOJISIPHbIMU — KPOBOMEUECHUSMU, HOIMOMY 8
OPOHXOANLBEONIAPHOM NABAIICE YACTO NPUCYMCIEYem 8bICOKUL npoyeHm cudepogazos [47].
Hna nayuenmos JIBOF xapaxmepro pesroe crudcernue (<50%) DLCO na ¢pone omcymcemeus
CYUieCmBeHHbIX HapYWeHUL MeXaHUuKy ObIXaHUs U 1e20yHblx 00vemos [125]. T'ucmonoeuueckoe
uccredosamue 0Cmaemcst 30Jl0MvlM CMaHoapmom 0Jist noomeepacoenust ouaznosa JIBOB/JIKT,
00HAKO nposedenue OUONCUU 1e2KUX He PEKOMEHOYEMCsl 8 CE53U C BblCOKUM PUCKOM OCTOHCHEHUL
[6, 12]. Boisenenue 6uanrnenvnou mymayuu 2ena EIF2AK4 y nayuenmog ¢ cemetinbimu popmamu
noseonsem noomeepoums ouacnos JIBOB/JIKI 6e3 npogedenus oOuoncuu. Hecmompsa na
JIOKAnU3ayuio namolo2u4ecko20 npoyecca 6 Ne204HblX 6eHynax u xanuaiapax, [[3JIA y
nayuenmos yacmo 6wvieaem Hudxce 15 mm pm. cm. Ilposedenue sazopeaxmuenoco mecma npu
nooospenuu Ha JIBOB ne pexomenoyemcs 6 césazu ¢ puckom omeka neekux. Ilpu Hazwauvenuu
onumenvHou JIAI cneyugpuueckoti mepanuu ciedyem yuumvléams GblCOKYIO BEPOSMHOCHb
pazeumust omexa nezkux [15].

Jna nauuenroB JIBOB/JIKT pexomennoBano paccMoTpeTh HazHadeHue JIAI-crenumpuueckoit
Tepanuy B UHAUBHUIYAILHOM MOPSIIKE MO KOHTPOJIEM KIMHUYECKUX CUMIITOMOB U TTOKa3aTenen
ra3oo0MeHa, yUYHThIBasi BBICOKHUI PUCK pa3BUTHS OTeKa Jierkux [6, 12, 15, 16].

EOK IIbC (YYP C, Y11 5)

Pexomennyercs HampaBinenue mnaruentoB JIBOB/JIKIT B 1eHTp TpaHCIUIAHTONOTHU IS
BKIIFOUEHUS B JIUCT OKUJAHMSI TPAHCTUIAHTAIMH JIETKUX WJIM KOMILJIEKCa CepIie-erkKue

[6, 12, 15, 16].

EOK IC (YYP CA, Y]/ 5)

99



3.6 JlerouHasi runepTeH3us BCJAEACTBHE MATOJOTHH JIeBbIX 0TAe/ 0B cepaua (rpynmna 1)

[TaTonorus J1eBbIX OT/AEIOB CepAlia MPeACTaBIsIeT CO00H OAHY U3 Hanbosee yacTbix mpuanH JII':
Ha joito rpynmnsl || npuxoautcs 65-80% Bcex cinydaeB nossienus JJIA. I'emoqunaMuyeckuii
TUI nocTKanmuutspHoit JII' accoruupyercst ¢ BRICOKOH ¢CMepTHOCTHRIO [6, 12, 20]. Dta dpopma JIT'
otMmeuaercs ipu HapymeHusx pyHkuuu JOK - CHE®B u CHc®B, MutpanbHbIX U aOpTaIbHBINA
KJIAIMIAaHHBIX TTOPOKAX, BPOKICHHBIX/TIPUOOPETEHHBIX CEPACYHO-COCYIUCTHIX 3a00seBaHmsX [33,
34, 251, 252].

Hannbie o pacripoctpaneHHOCTH JII' BAppUPYIOT B 3aBUCUMOCTH OT METO/Ia BBISIBJICHUS

(OxoKTI" mim UKBC) u maronoruu JIXK: y nanmenroB ¢ CHH®B u CHc®B cocraBnser 40—72%
u 36-83% coorBerctBenHo [33, 34, 116]. KomOunupoBanHas mnoct-/mpexanusuisapHas JII
BcTpevaercs B 12-38% cmyuae [6, 15]. ¥V manueHToB ¢ KjanaHHbIMH mopokamu cepamna JII
BBIABIISICTCS y 65% MalMeHTOB C aOPTabHBIM CTEHO30M 10 JaHHBIM DX0KI' u mpakTudecku y
BCEX MAIIEHTOB C MUTPAJILHBIM CTEHO30M, a TaK)Ke y OOJIBIIIMHCTBA MMAlIMEHTOB CO 3HAUUTEIHLHON
mMuTpanpHOi peryprutauuen [20, 33, 34, 253]. Puck cMepTHOCTH YBEIMYMBAETCA MO Mepe
nossiieHus JICC: y nanuentos ¢ CHH®B, CHc®B, knanannoit naronorueit JICC>S en. Byna
YKa3blBa€T Ha HAJIUYWE BBIPAXCHHOTO MPEKANMWUIAPHOIO KOMIIOHEHTa W HMMeEET
HEONMAronpusITHOE MPOTHOCTUYECKOE 3HAYEHUE, YTO CIEAyeT YUYUTHIBaTh Yy MAI[MEHTOB,
MEPEHECHINX XUPYPrUUeCKOe JeUeHUE 10 KOPPEKIUHU KIIallaHOB, TPAHCILIAHTAIIMIO CEePALla WU
UMIUTaHTaNuIo uekycctBenHoro JIK, a Taxoke npu HarpaBiieHUH OOJIBHBIX B 9KCIIEPTHBIC IIEHTPHI
JIT [31, 112, 254].

B marodusuonorun JII' BcrnencTBUE MATONOTHH JIEBBIX OTIENIOB CEP/ALla BBIACISIOTCS TaKue
MEXaHHU3MBbI, KaK MAacCHUBHOE TMOBbIIeHUE NaBieHus HanonHeHws JDK u oOparHas mepemaua
nasieHust Ha cocyabsl MKK; supoTtenmanpHas AUCOYHKIHSA, KaK MPHYUHA Ba30KOHCTPHKIHH
JIETOYHBIX apTEePHil U PEMOJECIIMPOBAHUS JIETOUYHBIX COCYOB, KaK BEHYJ, TaK W/HJIM apTEepPHOIT,;
munartanus/muchyskims [DK ¢ pa3BuTHeM OTHOCUTEIBHOW TPUKYCHUAAIBLHON perypruTaivy;
HapyleHue conpspkenns Mmexay JIA u TDK [255, 256].

JIT rpymmer |1 MokeT pa3BUBATHCSA MO JBYM CHEHAPHSM: C MPEUMYIIECTBEHHBIM MOPAKEHUEM
JIEBBIX OT/ICJTIOB cepla («IeBOXKETYJOYKOBBIN (DEHOTHUI) WM PEMOICTHPOBAHNEM KaK JIEBBIX,
TaK 1 IMPaBbIX OTJIEJIOB cepLa («IpaBoKeTy10uKOBBIN (penotumn»). [locneanuit accounupoBaH ¢
BBICOKOI cMepTHOCTHIO0. [Ipu mpoBenennn YKBC cienyer yunThIBaTh, UTO METIIEBBIE TUYPETUKH
MoryT cHu3UTh BenumunHy JI3JIA. Hambonee crmoxHOUM 3amadeld SBISIETCS TPOBEICHUE
muddepentmansHoil nuarHoctuku mexay JIIN mpu CHec®B u JIAT (Tada.17. (Ilpuioxenue
B1).
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VYV manueHToB C MaToJIOTHEH JIeBBIX OTAeNoB cepaia JIIT MoxkeT ObITh 00yClIOBIIEHA IPYTUMH
npuunHamMu — XTOJII wmmu JIAL, comyrcrByromumu 3aboneBanusiMu  jerkux (XOBJI,
00CTpyKTUBHOE anHo? cHa U Ap.). [TaruenTts! ¢ JII' npu CHc®B MoryT uMeTh HU3KYIO0 BETUUUHY

DLCO, koropas sIBIS€TCS HE3aBUCUMBIM IIPEAUKTOPOM Iporuosa [116, 252].

[lepen mpoBeaeHueM oOcienOBaHUSA MPU MOAO3peHHH Ha Tsokenyro JII' y Bcex ManueHToB ¢
3a00JIeBaHUSAMU JIEBBIX OT/AEJIOB CepAlla PEKOMEHIYEeTCsl ONTUMH3HPOBATD JICYEHHE OCHOBHOTO
3abosesanus [18, 19, 257].

EOKIA (YYPA, YA 1)

KommenTtapuii. YBKC Oonoxxcna nposooumscsi 6 9KCNepmublX YeHmpax nocie O00CMUdICeHUs
CMabunbHO20 COCMOSIHUA 6 pe3yabmame Onmumuzayuu jaedenus. Jluypemuku ocmaiomcs
KAH04e8blM NOOX000M K MEOUKAMEHMO3HOU mepanuu npu HATUYUU 3A0ePHCKU HCUOKOCIU Y
nayuenmos ¢ 3abonesanusmu iesvix omoenos cepoya [12, 15, 33, 34, 258].

PekoMeHyercs HampaBlieHHE B OKCICPTHBIA IEHTP MAIMEHTOB ¢ 3a00JICBAHUSIMH JICBBIX
OTJIEJIOB Cep/Alla MPH MOA03PEHUH Ha BBIpAXEHHYIO Npekammuuiipuayro JII' u/ wimm mapkepamu
muchynakuuu [DK ¢ nesnpto qooocnenosanus [12, 15, 31,116].

EOK IC (YYP C, Y1 5)

KommenTapuii. ¥ nayuenmos c JII' epynnot Il kiunuueckue cumnmomsl u 0auHvle Pu3aUKaibHO20
OCMOMpPA MO2Ym ONPeoensamvCs KAK OCHOBHbIM 3a00neeanuem, max u noswviuienuem J{JIA.
Hanuuue 6eno3noco 3acmos 6 neckux ykasvigaem Ha 603modcrHoe 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  npogecmu
ougpgepenyuanvrulli OuacHo3, onpedeaums 2emoouHamudeckuti eapuawm JII' u uanuuue
oucpynkyuu IDK [60-64]. JQuacnocmuueckyro unghopmayuro odonoanum OIKI, memoow
suzyanuzayuu, speocnupomempus [12, 112]. Cnedyem nanpasnsime 6 3KcnepmHvle Yenmpol
NAYUEHMO8 C HeSCHbIM OUACHO30M NpU NPeobIadanuu npekanuiisapuozo komnonenma (JICC >35
e0. Byoa) ona npunsamus unoueuoyaivHulx peuieHutl.

PexoMenayercsi mpoBeeHIE YpE3BEHO3HON KaTeTepu3alluu cepia npu mnogo3penuu Ha JII' y
MAIMEHTOB C 3a00JIeBaHUSMHU JIEBBIX OTAENOB Cepilla MpU HEOOXOJUMOCTH OTpeAeTeHUs
cTpateruu jneuenus [12, 15, 31, 116].

EOKIC (YYP C, Y1 5)

Kommenrtapuii. Mnsasuenas oyenka 2emMOOUHAMUKU OONHCHA NPOBOOUMBCA 6 IKCNEPMHbIX
Yenmpax y nayueHmos 6 KIUHUYECKU CMAOUTbHOM COCMOAHUU 6 pe3ylbmame ONmumMu3ayuu

mepanuu. Ilokazanuamu x YBKC y nayuenmos c JII" epynnot 11 aenaiomces: nooospenue na JIAI'
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unu XTIJIT; nooospernue na msoicenyro JII' ¢ evlpasiceHHbIM NPEKAnUuiIApHbIM KOMIOHEHMOM NPU
CHc®B; ob6cnedosanue neped mpancniaumayuei cepoya [12, 31].  Ilokazano, umo
eemoounamudeckue napamempwi (cp/JIA, JICC, nooamausocme JIA, mpancnyibMoHa bHbIU U
ouacmonuyeckull epaouenm 0aeienusy) y nayuenmos c JII' eciedcmeue namonocuu J1e8bix
omoenos cepoya accoyuupyromces ¢ Kiunuweckumu ucxooamu [12, 31, 116, 257]. Haubonree
ungopmamuenvim u3z Hux seisemcs egeauuuna JICC [116]. YV nayuenmos c evicokou
8EPOAMHOCMbIO KOMOUHUPOBAHHOU nocm-/npexanunisaprou JII' npu nopmanernom /[3J14 6 nokoe
8 YCNOBUAX DKCNEPMHO20 YeHmpa cledyem paccmMompems nposeoeHue mecma ¢ G0OHOU
Hazpyskou [259].

[Tatmentam ¢ JII' BcreacTBue 3a00J€BaHUM JIEBBIX OTHENOB Cepila NP KOMOMHMPOBAHHON
noct-/npekanwuisipaoit JII u morpanmunom JI3JIA (13-15 MM pr. CT.) PEKOMEHIOBAHO
paccMOTpeTh JIOTIOJHUTEIBbHOE TECTUPOBAHWE C BOJHOM HArpy3kol [Isl HCKJIIOYEHHUS
MOCTKAIMIIAPHOro KommoHenTa [116, 259].

EOK IIbC (YYP B, Y/ 3)

PexoMeHyercss mpoBelCHUE UYPE3BEHO3HOW KATETEpU3AlMU CEpAlla TAIMeHTaM C TSDKEJIOU
TPUKYCIUJATBHONH peryprutauueid c/6e3 3a0oieBaHUN JIEBBIX OTIEIOB Cepiala Mepen
XMPYPrHYSCKUM HITH HHTEPBEHIIMOHHBIM jiedenuem [12, 15, 31, 116].

EOK IC (YYP C, Y1/ 5)

He pexomenyeTcst Ha3HaAUYCHHE TperapaToB, 0100peHHbIX Jyist euenus JIATL, namuentam ¢ JII
BCJICJICTBHUE MATOJIOTHH JIEBBIX OTJIET0B cepaua [12].

EOK IITIA (YYP C, YA/ 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
3abonesaemocmu U YIyyuleHus KIUHUYECKUX UCX0008, NpU 3MOM y psaoa NayueHmos
Hab00aNach 3a0epAHCKa HCUOKOCMU U YEeTUUUBANACy YACTOMA 20CNUMANU3AYUL 8 C853U C
yxyowenuem meuenus XCH [116, 257, 28]. Oownaxo nasnauenue JIAI-cneyughuueckux
npenapamos Modtcem 00CcyHcoamscs y O0JIbHLIX ¢ KOMOUHUPOBAHHOU Nocm-/npekanuiiapHou JII'
C BbIPAINCEHHLIM NPEKANUIAPHLIM KoMnoweHmom 6 yciosuax PKU noo wnabniodeHuem
cneyuanucmos sxcnepmuozo yeumpa JII'.

PexoMeHnnyeTcsi MHIMBUAYAIbHBIN MOJAX0 K JICUEHHIO MAlMEeHTOB ¢ Tsbkenou JII' BcieacTBue
3aboneBanuii neBbix otAenoB cepamna (JICC >5 en. Byna) [12].

EOK IC (YYP C, Y1/ 5)
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Pexomenayercs TimaTenpbHOEe HaAOMIOJEHWE 3a mamueHTtamMmu ¢ Tsokenod JIIT BeaeactBue

3a00JIeBaHMI JIEBBIX OT/ICIIOB, MOJYYaIOLIMMU IIpenapaThl, 0no0peHHble 1 neuenus JIAT [12].

EOK IC (YYP C, VII]I 4)

3.7 JlerouHasi runepTeH3Usi BCJIEACTBHE MATOJOIMH JIErKUX U/uin runokcemuu (rpymmna I11)

JII' gacro wabmomaercst y manueHToB ¢ XOBJI w/mmu smduszemoii, U3JI, komOuHammen
Jero4Horo Gpudpo3a u SMPHU3EMbI K CHHAPOMOM OXKHPEHHUS-AIIbBEOJIIPHOM TUITIOBEHTHIISIIHH [35,
36, 125]. Y naumeHTOB ¢ HapylIeHHEM JbIxaHus Bo Bpems cHa JII' Bcrpewaercs peaxko mpu
OTCYTCTBHM comyTcTByromel naronoru — XOBJI win nHeBHOW runoBeHTUIAUMU [12].
Cuuraercs, uro Ha BeicoTe >2500 m JII', BbI3BaHHas1 runokcuei, passusaercs y 0,5% Hacenenus,
YTO CBSI3aHO C reorpaduuecKuMu U reHeTudeckumu daxkropamu [36, 37, 157, 158].

Y nammentoB ¢ 3abomeBanmem Jerkux JIIT  kmaccudunumpyercs Ha  OCHOBaHHH
reMOJMHAMHYECKON OIIEHKHU KaK HeTskenas uiu Tsoxenas. Panee tsoxenas JII' onpenensnacs npu
cpJIJTA >35 MM pr. cr. mim pu cpJIJIA >25 MM pr. cT. B codetannu ¢ CU <2,5 /mun/m? [6, 15].
B nacrosimiee Bpemsi nmokazano, uro JICC >5 en. Byna siBisieTcss OnTUMAaIbHBIM TTOPOTOM JJIS
IIPOrHO3MPOBAHUS HEOIAronpusATHRIX Ucxo10B y nauueHtoB ¢ JII' kak npu XOBJI, tak u U3J1
[260]. Hersxenas JII' pacnpoctpaneHa Ha panHux cragusax XOBJI w U3JI mo
CIIUPOMETPUUYECKUM KpuTepusM, Tskenas JII' Bcrpeuaercs y 1-5% nanuentos ¢ XOBJI u ot 32
no 85% <10% mnamuentoB ¢ mo3gHuMu cramusmu U3J1 [261-263]. Takoit paszbpoc
PacIpoCTPaHEHHOCTH OTPAXKaeT pa3IMuHble cTaguu 3a00JIeBaHUs, IPUYEM Ha OoJsiee MO3THUX
stamax JII' Bctpeuaetcs vaie. CiaenyeT OTMETHTb, uTo naxe HeTspkenas JII mpu 3aboeBaHmsIX
JIETKUX OTPHULIATENIbHO BIMAET HA CUMIITOMBI M BBDKMBA€MOCTh TMAIIMEHTOB M CBsI3aHa C
YBEITUYCHUEM YaCTOTHI TocnuTanu3amnuii [264-266]. Pa3sutue Tspkenoi JII', kak mpasumiio, He
3aBUCHUT OT IMOKa3zaTesed (pyHKUMU JIbIXaHUs, U KaK MPaBUJIO, COMPOBOXKIAETCS TMIIOKCEMHUEH
W/WITH THITEpKATHUeH U 3HauYuTeNbHbIM CHIKeHrneM DLCO [267].

Y manueHToB ¢ 3a0oneBaHUSAMHU Jerkux crueayerT wuckmoudate XTOJII wmm JIAT [125].
ConyrtcTBytomye 3a0ojeBaHUSl Ccepllla TakKe YacTo BCTPEYAIOTCS Y MAIUEHTOB C
3a00/IeBaHUSMU JIETKUX M MOTYT crocoOcTBoBaTh pa3Butuio JII'. Beinensior pasnuyHbie
denoturnsl JII' y manmeHToB ¢ 3a00J€BaHUEM JIETKUX, BKITIOYAs JIETOYHO-COCYTUCTBIN (heHOTHT,

KOTOpBIﬁ XapaKTCPU3yeCTCA J'Iy‘-II.HCfI COXPAHHOCTBIO CIITMPOMETPUYCCKUX HOKaSaTeHCﬁ, HU3KUM

DLCO, runokcemueii [35, 125, 268, 269].
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PekoMenayeTcss onTUMH3UPOBATH JIEYEHHE OCHOBHOTO 3a00JIeBaHUs, BKIIIOYAs THUIIOKCEMHUIO,
HapyIIEHHS IbIXaHUs BO BPEMS CHA W/WJIH aJbBEOJSIPHYIO TUIIOBEHTHIISIMIO, Y BCEX MAllMEHTOB
¢ 3a00JIeBaHUSIMH JIETKUX MIE€PE]] MPOBEICHUEM 00CIICAOBAHUS MIPH MOI03PEHUH Ha TspKemyto JII°
[12, 125].

EOK/PKO IC (YYP C, Y 5)

Pexomenyercsi HampaBiieHUE B SKCIEPTHBIA LEHTP MAlMEHTOB C 3a00JIEBAaHUSIMU JIETKUX TIPH
nojo3penun Ha Tsokenyto JII' ¢ nenbio noodcnenoBanus [12].

EOK/PKO IC (YYP C, Y 5)

[Tpu nmono3pennu Ha JII' y manueHToOB ¢ 3a00J€BaHUEM JIETKMX PEKOMEHIYETCSl BBIIIOJIHEHUE
9XOKapauorpaduu B COYETAaHUH C HCCIEIOBAHUEM KHCIOTHO-OCHOBHOTO COCTOSIHMS WM Ta30B
KPOBH, HCCIIEJJOBAHUEM HECIPOBOIMPOBAHHBIX JBIXaTEIbHBIX OOBEMOB U  IOTOKOB,
uccienoBanueM aud@y3rnonHoi cnocodnocu nerkux, AanubiMU KT opranos rpynHoii momoctu
[6, 12, 15].

EOKIC (YYPC, Y 5)

KommenTapuii. [Ipu nooospenuu na JII' 6cnedcmeue namono2uu neeKux u/uiu eunokKcemuu
cnedyem yuumoleams Hanuuue paxmopog pucka JIAI" unu XTOJII; knunuueckue npusHaxku u
ocobennocmu meuvenus 3a00nesanust (Hanpumep, Ovicmpoe yXyouieHue nocie CmadulbHO20
MHO2ONIemHe20 meyenus, nompedHocms 6 Kuciopooe);, @PB/], exntouasn ananuz DLCO u eazos
apmepuanvHol kKpoeu), yposenb NT-proBNP; oannvie K1, OxoKI', euzyanruzayuu ¢ nomowvio
KT aneuocpaghuu necounvix cocyoos unu cyunmuepaguu neckux u, 8 omoenvruix ciyyasx, MPT
0711 oyeHku Heobxooumocmu nposedenus YBKC. Opzocnupomempus Heobxoouma Onsi oyeHKu
ovixamenvuou unu CH y nayuenmos c¢ 3abonesanusmu neekux [125], xoms oOanHble 0
KAUHUYECKOM UCHONb308aHUU OJisl 8blAeNenus nayuenmos ¢ JII' npu 3abonesanusx neckux
02paHuvensl.

Pexomenpayercs IIPOBEJICHUE YPE3BEHO3HOM KaTeTepusalun cepana TpH
TSOKENbIX 3a0oseBaHMsIX Jerkux npu nogospenun Ha JIAD wmmm XTOJIT, a takke B ciydae
TSKEJION TPaBOXKETyI0YKOBOW CEpJIEYHONM HEAOCTaTOYHOCTH, MpU OTOOpE KaHAUJATOB Ha
TPAHCIUIAHTALUIO JIETKUX U XUPYPIHYECKYIO PEIYKIIHIO JIeroyHoro oowsema [12, 15, 16, 125].
EOK IC (YYP C, Y1 5)

KommenTtapuii. [lokazanua k YKBC npu JII' ecnedocmesue 3a601e6anuti jecKux 6KIHOYAOM
OYEHK)Y 803MONCHOCMU XUPYP2ULECKO20 NledeHUsl (NpU paccMompeHuu 60npoca 0 603MO*CHOCMU
npo6edeHUs MPAHCHIAHMAYUU IeSKUX U ONepayuu no YMeHbUeHUI0 00beMa 1e2Kux), no0o3peHue
Ha JIAD unu XTOJIT, a makoce 6 mex ciyuasx, ko2oa 0ONOIHUMENbHAS UHDOPMAYUS NOMOANCEM

Genomunuposanuio  3abonesanus u  8vloopy makmuxu newenus [12, 269, 270].
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IIpeonoumumenvrno npogedeHue UHBA3UBHO20 00CNe008aHUs 6 dIKchepmHbIX yeumpax JII' npu
00CMUMNCeHUU KIUHUYECKU CMAOUNIbHO20 COCMOSAHUSA 6 pe3yibmame ONMmuMu3ayuu JjledeHus
OCHOBHO20 3a001€6AHUsL TECKUX.

PexkoMenayercs mpoBeieHHE YPE3BEHO3HON KaTeTepU3alluy cep/ia MairueHTam ¢ 3a00JieBaHieM
JETKUX M TMOJO3PEHUEM Ha JIETOYHYIO THUIEPTEH3HI0 IMPH HEOOXOJWMOCTH OMpe/esieHuUs
cTpaTeruu jieueHus [6,12, 269].

EOKIC (YYPC, Y1 4)

PexoMenayercsi onTuMaabHOE Je€UeHUE OCHOBHOTO 3a00JI€BaHUs JIETKUX, BKIIIOYAs JJIUTEIbHYIO
OKCUTEHOTepamnuto, y namnueHtoB c JII' BcienctBue 3abojeBaHHUIl JIETKMX M XPOHUYECKOU
rumnokcemueii [6, 12, 15, 16].

EOKIC (YYPC, YA 2)

KommenTapuii. Tepanesmuueckue nooxooet npu JII' epynnwt Il ocnosvisaiomcess Ha
ONMUMU3AYUY TIedeHUsT OCHOBHO20 3a00N1e8aHUsl 1e2KUX, 8KAI0UASA HA3HAYeHUe OKCU2eHomepanuu
U HeUuHBA3UBHOU UCKYCCMBEHHOU SEeHMUNAYUU JNe2KUX, NPU HATUYUU NOKA3AHUU, 4 MAKHCe
yuacmue 6 npoepammax Jne2ounou peaourumayuu [125]. Hmeiomcs ocpanuuennvie u
npomusopeuusvie OaHHvle 00 UCNOIL30BAHUU NPEnapamos, 0000PeHHbIX O/l  JledeHus
Hemsoicenon  JII, ¢ 803MOJCHbIM — HEONALONPUAMHBIM — GNIUAHUEM HA  2eMOOUHAMUKY,
NepPeHoCUMOCmb PUULECKOU HASPY3KU, 2a3000MeH U UCX00bl Y IMOU Kame2opuu NayueHmos
[6,12].

Haznauenue JIAT -cnenuduueckux npenapaTroB He peKOMEHIYeTCs MalueHTaM ¢ HeTsokenoit JII
npu 3a00JeBaHusX Jierkux [6, 12, 15, 16].

EOK /PKO IIC (YYP C, Y 5)

KommenTapmuii. Vccieoosanus no npumenenuio npenapamos, 0000peHusix ons aevenus JIAI
npu JII', ceazannoti ¢ XOBJI unu smghuzemou, noxkazanu npomusopeuusvie pe3yibmamsl U, 8
OCHOBHOM, 02PaHU4eHbl HeOOIbUUM PAZMEPOM BbLOOPKU, KOPOMKOU NPOOOIHCUMENbHOCIbIO U
HeOdoCmamoyHoU 2emMoounamuieckol xapakmepucmuxou JII' [6, 12, 125]. H3-3a omcymcmaus
kpynuvlx PKH 6 nacmoswee epems HedocmamouHo O00KA3amenbcme O/ peKoMeHOayuu
npenapamos, 0006pennvix 01 aevenus JIAI, nayuenmam c JII" npu XObBJI. Ilayuenmor XOBJI ¢
nooo3peruem Ui noomeepicoeHnou msaxcenou JII' 0ondxcuvl bbime HanpasieHvl 6 yenmpol JII°
0Nl NPUHAMUSL UHOUBUOYATILHO2O peutenusi. B psoe uccnedosanuti 2-ui u 3-u ¢azwr npu
HazHauenuu ADP unu cundenaguna nayuenmam c JII' npu HU3JI, nonyuenvt ompuyamenbHvie
pe3yiomamet [6, 15]. Pezynomamot psoa PKHU ¢ yuacmuem nayuenmos c JII' npu XOBJI, maxaice
okazanucy HeeamusHoimu [12]. Oouaxo, 8 Hacmoswee epems umeromcs 00CmogepHvie OaHHble

0 nonv3ze npumeneHus cunoenaguia y nayuenmos c M3JI [270], nokazano yayuwenue

105



8bINHCUBACMOCU, (DYHKYUOHANIbHBIX JIe20YHLIX eCmo8 U YeeluyeHue moaepaHmHoCmu K
@uzuueckoil Hacpy3Ke Y NAYueHmos, NOAYYauux maxyo mepanuio.

Pexomenayercs MHAMBULYAIBHOW IMOAXOJ K JICYEHUIO NALMEHTOB ¢ Tshxenou JIIT Beiencreue
3aboJsieBaHuii erkux [6, 12, 15, 16].

EOK/PKO IC (YYP C, Y 5)

Pexomennyercsi paccMOTpeTh HazHaueHWe cuiaeHaduiaa nmamuentam c¢ Tsoxenoi JIIT Ha done
n3J16, 12, 15, 16, 270].

EOK/PKO I1aC (YYP C, Y11 4)

He pexoMenayercs HazHaueHue amOpusenTana**manuenrtam ¢ JII' Beneacreue MJID [12, 271].
EOK /PKO IIIB (YYP B, Y11 2)

Kommenrtapuii. I/lpu naznauenuu amépuzenmana™* nayuewmam c¢ HU3JI ¢/ 6e3 JII' Ovlau
NONy4eHbl HeOnazonpusmmusle CUSHANbl 0 Oe30NACHOCMU, C8A3AHHble C NOBbIUEHHbIM DUCKOM
KAUHUYecko2o yxyouenus [271].

He pexkomennyercss HasHaueHue puouuryara** mnaumentam c JII' mpu umamomatuyueckoi
UHTEPCTUIMAILHON MHeBMOHMY [12, 272].

EOK/PKO 1IIB (YYP B, Y11 2)

KommenTapuii. /lpumenenue puoyucyama™* 6v110 c643aH0 ¢ NOBbIUEHHBIM PUCKOM COObLIMULL
KAUHUYECKO20 YXYOUleHUs, 8KII0YAs PUCK cMepmuocmu, y nayuenmosg ¢ JII', accoyuuposannou ¢

UOUONAMU4eCKUMU UHMEPCMUYUATbHLIMU NHe8MOHUAMU [272].

3.8 Jlerounasi runepTeH3Hsi BCJIeICTBHE 00CTPYKIIMM JIETOYHBIX apTepuii (rpynmna V)

Xponuueckass TpomOodMOonuyeckass Jjerounas rumneptensus (XTOJI) xapakrepusyercs
MOCTTPOMOO0IMOOINYECKUM OOCTPYKTUBHBIM peMojenupoBaHueM BeTBeil JIA B codyeTaHuu c
BTOPUYHON JucTanbHOM Backyiomnaruel cocynoB MKK ¢ passutnem npekanumuisgproi JIIU [6,
12, 38, 44]. Ilpu OTCYTCTBHHM TOYHBIX SIHJIECMHOJOTHYCCKUX JAHHBIC CUYHUTACTCS, YTO
3aboneBaeMocth XTOJII" cocraBnser 5-15 cinydyaeB Ha MUJIIIMOH HaceneHus B rof [12, 21, 38,
123]. Yacrora XTOJII' cocraBnsier 0,1-9,1% B TedyeHue mnepBbIX ABYX JIET MOCIE 3MHU30]a
cumntomHoit TOJIA [57, 89]. Ilpu nuddepennmansuoit nuarnoctuke XTOJII cnenyer
UCKJIIOYaTh JApyrue npuuuHbl 00cTpykiun JIA (capkoma JIA, sMO0sus OMyX0JIEBBIMHU KJIETKAMU,
napa3suTHYeCKue (IXMHOKOKKO3HBIE KUCTHI), SMOOIMU HHOPOJHBIMU TellaMU, BPOKIECHHBIC HIIN
npruoOpeTeHHbIe cTeHO3bI JIA).

Huarno3z XTOJII' ocHoBBIBaeTCS Ha pe3yJiibTaTax OOCJIENIOBaHMS MalMeHTa ¢ JKajo0aMu Ha

OABIIIKY W/WIIA CHUKEHHE TOJICPAHTHOCTHU K CbI/ISI/I‘IeCKI/IM Harpyskam, IIpOBCACHHOI'O CITYCTs, KaK
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MHUHHMYM, TPH MECALA aHTUKOATyJISHTHOM Tepanyuy B TEPAEeBTUYECKUX /103aX MPH BBIABICHUN
kputepues npexkanuuisipaoit JII' (cpAJIA> 20 mMm pt. cT., J3JIA< 15 MM pt. cT. n JICC> 2 en.
Byna) B coderanuu ¢ Bu3yanuzanueil mocTTpoM003MO0Iueckoro nopaxenus JIA no JaHHbIM
KT anrmorpauu j1erouHslx cOCyAOB W/WIM aHrHMOrpaguu JErOYHOW apTepuu CEIeKTHUBHOMN
(aaruomynpmMoHOrpadus) w/wim Hamuuus  aedextoB  mepdy3un  npu  nepdy3HOHHON
CHMHTUTPApUH JIETKUX MPH OTCYTCTBUM BEHTWIANIMOHHBIX aedekroB [12]. Ilpu wanmmuum
noCTTPoMO03IMOOIMUECKNX TTopaskeHUH JIA 1o JaHHBIM METOOB BHU3YaJIM3aLMHU Y MAIlMEHTOB
6e3 npekammugpHoi JII' auarnoctupyercs XTOBJI [38, 125].

XTOJIT' siasieTcst penKuM MO3AHUM ociokHeHueM TOJIA, mpu 3TOM BIUsHHE OOJBIIMHCTBA
KIIACCHYECKUX (DAaKTOPOB PHCKA Pa3BUTHS BEHO3HBIX TPOMOOIMOOIUYECKMX COOBITHI Ha
dopmupoBanne XTIJII' He moaTBepkaeHO. [ TaKUX MPOTPOMOOTHUECKUX COCTOSIHHM Kak
aHTU()OCHOMUNUIHBI CUHAPOM, HCTHHHAS IOJMLUUTEMHUS, CIUICHIKTOMHUS, TOMO3UTOTHOE
HOCHUTEJILCTBO MOJIMMOP(HOro BapuanTa reHa V (akropa CBEpThIBAaHUS KPOBH, BHICOKO/1030Bast
3aMeCTUTENIbHAsl TOPMOHAJbHAS Tepamusi IMpU TUIOTHPEO3e, HaJIMuWe BHYTPUCEPICUHBIX
YCTPOMCTB, BOCHAIMTENbHbIE 3a00J€BaHMSI  KUIIEUYHUKA, AaKTHUBHOE  OHKOJIOTMYECKOE
3aboseBaHue OblIa MpOoJeMOHCTpUpoBaHa acconuanus ¢ pazsutueM XTOJII. Ilepeuncnennsie
COCTOSIHUS Hapsily C aHAMHE30M PELUANBUPYIOLIMX BEHO3HBIX TPOMOO30B, IOPAKEHUE KPYITHBIX
BeTBell JIA npu octpoit TOJIA ¢ npusnakamu nieperpysku [DK crnengyer otHocHuTh K (pakTopam
pucka pazsutust X TOJIT [12, 43, 273].

Knuanueckue cumnromsl XTOJIIT HecnenuduuHbl, y 4YETBEPTH NALMEHTOB B aHAMHeE3€
OTCYTCTBYET yKa3aHue Ha anun3of TOJIA, a ogplmika pa3zBuBaeTcs MOCTENEHHO, YTO 3aTPyIHSAET
CBOEBPEMEHHYIO TMAarHOCTUKY 3a0onieBanus [274]. [nsa panneit quarnoctuku XTOJI cnexyer
YUYHUTBIBaTh, 4TO ocTpas TOJIA MoxeT pa3BuBaThCs Ha (DOHE CYIIECTBYIOIICH Yy MalMeHTa
XTOJII'. O6 3TOM MOTyT CBHMJIETEILCTBOBATH TaKHE MPU3HAKU, KaK IMOBBILIIEHHE PacyeTHOM
CIJIA> 60 MM pt. ct. 1o nanHbix DXoKI 1 npusnaku XTOJIT npu KT [44, 88].

CoxpaHenue >xajno0 y MalMeHTa Ha CHM)KEHUE TOJEPAaHTHOCTH K (U3NYECKUM Harpyskam,
OJIBIIIIKY Yepe3 TPU Mecslla aHTUKOATYJISTHTHOM Tepanuu mocie snu3zona TOJIA, ocodenHo npu
Hanmuuu gaxtopoB pucka XTIJII" Tpedyet Boimonnenus IxoKI™ u onenku BepositHocTH JII' y
6onbHOTO [275]. IIpn HU3KOI BepositHocTH JII' mo manHbM OX0KI' 1 HanUums y CUMITOMHOTO
nanuenta (aktopoB pucka XTOIJI[T memecooOpa3HO BBIMOJHEHHWE HPTrOCTUPOMETPUU IS
mubdepeHIMaTbHOM  JUArHOCTUKM OJBIIKM W OTOOpa NAIUEHTOB /s JajbHeHIero
oOcnenoBanus, Bitouass UBKC [101, 276-279].

KT opranoB rpyJHON MOJOCTH C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHHMEM SIBISETCS

BaXHBIM MHCTPYMEHTOM JH(EepEHIINATILEHOTO TUarHo3a 1 OLEHKU OnepaldelbHOCTH MalueHTa ¢
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XTOJIT [81, 82, 88, 281, 282]. AnbTepHaTHBHBIC METO/IbI BU3YATU3AINH TTepdy3UH, TAKUE KaK
nocTpoeHue Mnepdy3uoHHBIX KapT Mo naHHbIM nByxdHepretudeckord KT wmmu MPT umeror
JUAarHOCTUYECKUH TMOTEHLHAJ, HO OrPAHMYEHHYIO JOCTYIHOCTh, YTO 3aTPyAHSET HX
MHOTOLIeHTpoBYI0 Banmuauzaiuioo. YBKC B coderanunm ¢ anruorpadueil jJeroyHo aprepuu
CCJICKTUBHOW (QHTMONYJIbMOHOTpadusi) BBINOJMHSAETCS B YCIOBHUSX OSKCIIEPTHOTO IIEHTPA,
SIBIIIETCSL 00S3aTeNbHBIM JUArHOCTUYCCKUM METOJOM Ui Bepudukamuu auarHosa XTOJIT,
OLICHKHU OIepa0e/IbHOCTH MAlMEHTa U ONpeeicHus JeueOHo# ctparteruun [283-285].

Anroput™m oOcnenoBanus OonbHOro ¢ mojgo3penneM Ha XTOJII/XTOBJI mpencraBien Ha
pucynke 4 (Ilpuno:xenue b1).

B neuenun nanuento XTIJII mpuMeHsieTcs MyJIbTUMOJATBHBINA MOIXO0/ C BHIOOPOM B MOJIB3Y
XUPYPTrUYECKOro JICUCHHSI y BCEX TEXHUYECKH ONepabeNbHBIX MAlMEHTOB; HeorepadeabHbIM
nanueHTaM Ha3HavaeTcs crenuduueckas Tepanus, o100peHHas s jgedenus oonbHbix JIAL: ¢
Y4EeTOM IpeKanuuIsipHOro xapakrepa JII' ¢ Haauurem IucTaabHOM JIEroYHOM BaCKYyJIONATUU PU
XTOJII' obocHoBano npumenenue JIAI-cnenmduueckoit tepanuu [38, 44, 52, 283]. Ilpu
TEXHUYECKON BO3MOXKHOCTH IMPOBEACHUS YHIOBACKYJISIPHOTO JICUYEHUS MAMEHTaM MPOBOSATCA

CECCHHU TPAHCIIOMUHAIILHON OAa/UTOHHOM aHTMOILUIACTHKY JIETOuHOM aprepun [285-287].

Pexomenyercst mpoBenieHre J1a00paTOPHOTO CKpUHUHTA HAa aHTU()OCHOIUIUIHBIN CUHAPOM Y
narrentoB ¢ XTOJIT [12, 38, 44, 52].

EOK IC (YYP C, Y1 5)

PexoMenayercs mpoBefieHHE OIEHKU OMepadeNbHOCTH MYJIbTHIUCIUIUIMHAPHON KOMaHAON B
sKkcriepTHOM TieHTpe JII™ yTst BRITTOTHEHUS JISTOYHOUW TPOMOSHIAPTEPIKTOMHH Y BCEX MAIIICHTOB
¢ BepudurpoBanHbM quaraozom XTIJIT [12, 15, 38, 44, 52].

EOK IC (YYP C, Y1 5)

Kommenrtapuii.  Ocnognvim ~ memodom — neuenus  XTOJIIT  cuumaemcsa — necounas
mpomosHdapmepakmomus (J133), cmepmrocms npu KOmopoi 8 KPYNHuIX e8PONEtCKUX YeHmpax
cocmasnsiem <3,5% [38, 273 ,283, 284]. Tpexnemnuss sviocusaemocms nayuenmos nocie JI29
cocmasnsiem 90% [38, 52, 273]. Pewenue 06 onepabenvHocmu 001bHO20 NPUHUMAEMCS
MYTbMUOUCYUNTUHAPHOU KOMAHOOU (8pay-Kapouoioz/epau-nyivmononoe - cneyuanucm no JiI,
8DAYU-PEHM2EH0N02, BPAYU-CEPOUHO-COCYOUCMbILL XUPYPS U 6pay No pPeHmeHIHOOBACKYIAPHbIM
ouaznocmuke u neuenuio) 8 IKcnepmuom yeumpe JII, umerowem 0ocmamoyHulil Onvlm 8blNOJHEHUs
XUpypeuuecko2o, dHO0BACKYIAPHO20 JleYeHus, Ha3HaueHnus u oyeHku sggexmusnocmu JIAL -
cneyuguueckou mepanuu 3mou kamezopuu Oonvuvix [6, 12, 38]. Boavhoi npuznaemcs

H€0}’l€pa5€ﬂbelM, ecjiiu peweHue npuHumaemcs, KAK MUHUMYM, ()Gy/l/l}l He3asucuUmMvimu
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akcnepmubiMu yeumpamu. Kpumepusmu ombopa nayuenmos 0151 XUpypeuueckoz2o jedyeHus
CyHcUm OOCMYnHOCMb mpomboos 6 cmeone JIA, oonesvix unu ceemenmapuwix JIA. Bospacm
nayuenma He A6IAemcs NPOMUBONOKA3AHUEM K ONEpAmueHOMY JIe4eHUulo, makx odice, Kaxk u
senuyuna JICC u nanuuue oucghynkyuu IDK.

Pexkomenayercsi mpoBeneHuEe JIETOYHONH TPOMOIHAAPTEPIKTOMUM TEXHUUYECKU OMepadeTbHbIM
narentam ¢ XTOJIT [12, 15, 38, 44, 273, 283].

EOKIB (YA4 C, YYP5)

KommenTapuii. B omauuue om xupypeuueckoti smoonrsxkmomuu npu ocmpotui TAJIA, nayuenmam
XTOJII nposodumcs bunamepanvuas swoapmepskmomuu uz eéemeeti JIA 6 yciosusx 2nyboxoi
sunomepmuyu U OCMaHosku  kpogooopawenus [284, 288-291]. Ilocreonepayuonnuolil
penep@hy3uonHblL OmeK Modcem nompedosams nposedenust eenoapmepuaivrot IKMO

[38, 44, 292].

Y muoeux nayuenmos XTOJII" npumensaomes KomMOUHUpo8arHvle NoOX00bl leYeHUs - COuemanue
JIDD, 5HO08ACKYIAPHO2O U MEOUKAMEHMO3HO20 JIeYeHUs, NPU MOM 8bl00p Memoodo8 U Ux
NOCIe008aMENbHOCMU — ONpeoensiemcss  AHAMOMUYECKUM — eapuanmom  nopagicenus  JIA,
svipadiceHHocmoio Hapyutenuti cemoounamuxu MKK, npogunem conymemsyrowei namonoauu
[52, 273, 293-296]. B ciyuae omkaza om onepayuu y NnOMEHYUAIbHO 0nepadeibHo2o 60abHO20 ¢
NPOKCUMAIbHLIM 8apuanmom nopasxcerus JIA (enaeuvie u donesvie eemeu JIA) namunemuss
BBINHCUBAEMOCb 3HAYUMENbHO CHUdCcaemcsa u cocmasasiem 53% npomue 83% y nayuenmos
nocne JIDD [297]. Haxonnen mexomopwiti onvim, ceudemenbcmayiowuti 06 s¢ghgexmuenocmu
JIDD y nayuenmos ¢ XTIBJI 6 naane ynyyuienus moaepanmuocmu K uuieckum Hazpy3sKam,
npu 5MoM peuieHue 0 HeoOX0OUMOCMU ONEPAMUBHO20 JleYeHUsl OO0JHCHO NPUHUMAMbCSA C
MUAMenbHbIM AHAIU30M COOmMHOueHus puck/nonv3a [12, 38, 44, 273].

[Taumentam ¢ XTOJII' uyepe3 3-6 MecsueB mocie JIETOYHOM TpOMOIHAAPTEPIKTOMHUU
PEKOMEHIIyeTCcsl ~ MPOBEACHHE  KOMILJIEKCHOTO  OOCIeNOBaHMs, BKJIIOYas  MPOBEACHUE
Ype3BEHO3HOU KaTeTepu3anuu cepamna [6, 38, 123, 273].

EOKIC (YYPC, Y 5)

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

9KCnepmos, 8 kauecmee kpumepues pesudyanvrotl JII' nocne JIDD 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 HaO00eHue nayueHmos OO0NHCHO OCYWECMBISAMbC enCe200HO C BblNOTHEHUEM
HeunsazusHou cmpamupurayuu pucka [300-302].

PexoMenayercsi MOKU3HEHHOE HA3HAYCHHE aHTUTPOMOOTHYECKUX CPENICTB B TEPANEBTUUECKUX
nozax Bcem mammeHtam ¢ XTOJII g mpouiuakTHKH — peUUAMBA  BEHO3HBIX
TpoMOo3aMOoIHUeckux coowiTuii [12, 38, 128, 273].

EOK IC (YYP C, Y1 5)

He pexomennyercs HazHauenue [IOAK nanuentam ¢ XTIJII' B cBSI3M ¢ OTCYTCTBUEM JaHHBIX
00 ux 3dpdexTuBHOCTH U Oe3omacHocTu [12, 38, 128, 273].

PKO IIIC (YYP C, Y1 5)

KommenTtapuii. [layuenmam ¢ XTIJII" nokazana noxcusHeHHAss AHMUKOA2YISAHMHASL Mepanus.
C yuemom omcymcmeus OaumHvix PKHU, cpasnusarowux s¢gexmusnocms npumeHenus
anmaeonucmos eumamuna K (ABK) u IIOAK, npuopumem 6 naznauenuu 0oaxcen omoasamucs
ABK (npu ycnosuu onmumanbHOU NPUBEPHCEHHOCMU NAYUEHMA Mepanuu U B03MOICHOCU
KOHMPOJTIsL MeNCOYHAPOOHO20 HOpManuzo8annozo omuowernus (MHO) c yenesvimu 3sHauenusmu
2,5-3,5. Omo mHenue 3KCnepmos noooepIHCAHO OAHHbIMU HECKOAbKUX HAOII00AMeNbHbIX
UCCIe008aHUll, C8UOEMENbCMBYIOWUX O OOoNblel Yacmome HOBMOPHLIX MpPOoMO03068 Npu
ucnonvzosanuu I[IOAK npu cpasuenuu ¢ npumenenuem ABK y nayuenmos ¢ XTIJII" [38, 303,
304]. 'V nayuemmos c¢ XTOBJI pewenue o OnumenvHOU auMUKoOAzyISsHMHOU mepanuu
NPUHUMAEMC UHOUBUOVATILHO NOCTe 0000CNe008aHUsl U OYEHKU PUCKA NOBMOPHO20 3NU300a
6eno3n020 mpombosa [38, 275].

PekoMeHyeTcss TOXU3HEHHBIA TPUEM AHTHTPOMOOTHYECKUX CPEJICTB B BHJIC AHTAarOHHCTOB
ButamuHa K marnrentam ¢ XTOJII™ u noaTBepkaeHHBIM aHTU(HOCHOTUTUAHBIM CHHIPOMOM [12,
38, 275].

EOK IC (YA C YYP5)

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

Haznauenue JIAI'-cneunduueckoil Tepanuu peKkoMeHIyeTcs MalMeHTaM ¢ HeomepadenbHO/
pesunyanbHoit XTOJII mpu cplJIA >25 mm pt. cr. u JICC >3 en. Byna B cOOTBETCTBUHM C
JI0Ka3aTeIbHOM 0a30i Mo NpuMeHeHHIo penaparos [12,44].

PKO IA (YYP C, Y] 5)
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KommenTapuii. D¢ pexmusnocme npenapamos, 00o0bpennvix onsa aeuenus JIAL, y nayuenmos c
Heonepabenvrou/ pesudyanrvrou XTIJII' 6 nHacmoswee 8pems O0KA3AHA UCKIIOUUMENbHO )
nayuenmos co cp/lJIA > 25 mm pm. cm. u JICC >3 eo. Byoa [44, 52].

Pexomenayercs HazHaueHue ctumysstopa pl'Ll - puonuryara™* nanuenrtam ¢ HeonepaOenbHOMN/
pesunyanpHot  XTOJIIT nmns  ynydimieHWss TEPEHOCHMOCTH  (U3MYECKHMX HArpy3oK 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 ¢ pesudyarvuou JII nocie
JIDD (n=261) no pezyromamam uccredoganus CHEST-1 npusoouna K yiyuuienuio OUCmanyuu 6
TIHIX u napamempog cemoounamuru, exniouas chudcenue JICC [297].

PekomeH0BaHO paccMOTpeTh BO3MOKHOCTH off-label mpumeHeHust mpemapaToB, 0g00pEeHHBIX
nuis neuenus JIAT y HeonepabenbHbIx 00ibHBIX ¢ X TDJIT [12, 38, 44, 306-308].

EOK IIbB (YYP B, Y]I1 2)

PekoMeHI0BaHO paccMOTPETh BO3MOXKHOCTh KOMOMHHPOBAHHOW CIENU(DHUYSCKON Teparmuu y
NAIMEHTOB ¢ HeonepabenbHo#/ pesuayansHon XTOJIT [12, 38, 44, 306-308].

EOK IIbC (YYP B, Y/ 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 ¢ pe3udyanrvhou JII' nocne JIDD, 6 mom uucne 6 cocmase
komounuposannoti mepanuu [188, 309, 310]. B Espasuiickux pekomeHOayusx no J1edeHuio
XTOJII' ¢ yuemom pezyromamos PKH 6 cnexmpe OonoanumenvHulx cneyu@uueckux
npenapamos, 0000peHnbix 011 neuenus JIAL, pexomenoyromes.

— uHeanayuouuslli Hunonpocm 10 mxe xasxicovie 3-4 uaca uepez xoumyp HBJI oo 8
UHeanAYULL 8 Cymxu 8 meyeHue 3-4 Cymox ¢ nociedyiowum HasHavenuem npu COXpaHeHuu
peszudyanvroti JII" nepopanvHoti cneyuguueckou mepanuu, Kax npenapam 2-20 8b100pa;

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

— Ha3zHayeHue KOMOUHUPOBAHHOU mepanuu, ekuouarouel puoyueyam™>* umu UPD/3-5 ¢
covemanuu ¢ ADP unu UHANAYUOHHBIM UNONPOCMOM  PACCMAMPUBACCA Y
HeonepabenbHbLX NAyueHmos npu Heeosmodxichocmu nposeoenust BAIT JI4 [44,306,308].

PekoMeHZI0BaHO pPacCMOTPETh BO3MOXKHOCTh BBIMOTHEHHUS] OaNIOHHOW aHTHOIUIACTUKU
JIETOYHON apTepuH y NAalMEeHTOB C HeomepabenbHOW/ pesuayansHoi JIIT mocne nerodnoit

TPOMOIHAAPTEPIKTOMUM B dKcniepTHOM 1entpe JII' [12, 15, 16, 38].
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EOK IB (YYP C, YA/ 5)

Kommenrtapwuii. [loosmannas BAIl JIA y neonepabenvuvix nayuenmos c XTOJII npu
He8O3MOJICHOCMU — @blnoaHenuss JIDD, y 6Ooabhbix ¢ pezudyanvhou JIIT nocie JIDO
NPOOEMOHCIMPUPOBANA  8bICOKYIO  dhhekmusHocms 6  8ude  YIyyuleHus napamempos
eemoounamuru (cHusicenusn JICC na 49-66%), pynxkyuu IDK u ¢husuueckoii pabomocnocobrnocmu
nayuenmos [285-287, 310-316]. Pewenue o Heobxooumocmu nposedenus bBAIl JIA
APUHUMAEMCA 8 PAMKAX MYTbMUOUCYUNTUHAPHO20 nooxooa, BAII JIA dondxcna evinoinamucsa
ONBIMHBIM 8PAYOM NO PEHM2EeHIHOOBACKYIAPHbIM OUACHOCMUKE U Je4eHUl0 8 IKCNepMHbIX
yenmpax c onvimom ederuss nayuenmog X1TIJII.

[Tpu BBITIOJIHEHUH YHIOBACKYJIIPHOTO JICYCHHS Y TIAIIEHTOB ¢ HeorepabeapHoM/ pe3nIyanbHON
JIT' mocne J1Iero4yHol TPOMOIHIAPTEPIKTOMHHM PEKOMEHYETCs MO3TAlHOC BMEIIATEILCTBO HA
OrpaHUYEHHOM YHCJI€ BETBEH JIErOYHON apTepuu I CHIDKEHHS PHCKa ocloxHenui [12, 15, 16,
38].

EOKIB (YYP C, YA/ 5)

KommenTtapuii. Haubonee uacmoimu ocnoscnenusimu BAII JIA senstomces nepghopayus cocyoa
u msoicenoe penep@ysuonnoe nopadicerue neekux [317-319]. Konuvwecmeo Heobx00umulx 5manos
BAIl JIA Onsa nonyyeHus noOIONCUMENbHO2O 2eMOOUHAMUYECKO20 De3yIbmama 3d6UCUm Om
aHamoMu4ecko2o eapuanma nopagicenus JIA u onvima epaua no peHmeeHIHO08ACK)IAPHLIM
ouaenocmuxe u nevenuro [320].

PexoMenayercs paccMOTpeTh BO3MOKHOCTh KOMOMHUPOBAHHOTO JICUEHUS B BUJIE COUCTAHUS WU
MOCNEOBATENHHOTO TMPUMEHEeHHs] OajUIOHHOW aHTHOIUIACTUKHM JIETOYHBIX apTepuil u
cnenupuyeckod MeIUKaMEHTO3HOW TepanmuH y MalMeHTOB ¢ HeonepaldenbHON/ pe3nayanbHOU
XTOJIT [12, 15, 44].

EOK I1aC (YYP C, Y1 5)

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

PekoMenayercss paccMOTpPETh BO3MOXKHOCTh BBIMOJTHEHHSI HSHAOBACKYJSIPHOTO JICYCHUS B
ycioBusix skcnepTHoro nentpa JII'y texunyecku onepabenbHbix manuenTos ¢ X TOJII B ciayyae,
€CJIM  TIPOBEJICHUE  JICTOYHOM  TPOMODHJAPTEPIKTOMHH  CONPSHKEHO C  BBICOKUM
nepronepanronHoM puckom [12, 313, 315].

EOK IIbC (YYP C, Y1 4)
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PexoMenayercsi paccMOTpeTb BO3MOKHOCTH BBIMOJIHEHHSI JIETOYHOM TPOMOSHIApTEPIKTOMUU
uin BAII JIA y cumnromusix nanueHToB ¢ XTOBJI Ha uHIUBUAYaIbHOM OCHOBE C y4e€TOM
AHATOMUYECKOT0 MOPAKEHUS JIETOYHOW apTepUM B yCIOBUSX dKcnepTHoro uenrpa JII' [12, 15,
44].

EOK IIaC (YYP C, Y/ 5)

KommenTapuii. Pewenue o nposedenuu JID3 unu BAII JIA y nayuenmos XTOBJI npunumaemcs
8 YC08UAX IKCnepmuo2o yeumpa JII' ¢ muamenvHol oyeHKou coomuoueHus: puck/ noivsa [38,
128, 273].

Pexomenayercs paccMoTpeTh BO3MOXHOCTH npuMeHeHus JIAI-cnenmuduueckol Tepanmuu B
TEYCHHE 2-3 MECSIICB y omnepabenbHBIX MAIMEHTOB C TSHKEIBIMA HAPYIICHUSIMU TeMOIMHAMUKA
B KAUECTBE  TPEJOINEPAIMOHHON TIOJATOTOBKU IEpPe] BBINOJHCHUEM JIETOYHOM
TPOMORIHIAPTEPIKTOMHUH, €CIH MPOBEACHHUE JIETOYHONH TPOMOIHIAPTEPIKTOMHUM COMPSIKEHO C
BBICOKUM IIEPHOIEPAIIHOHHBIM puckoMm [44, 52].

EOK IIbC (YYP C Y] 5)

KommenTapuii. B 3apybesicnotl npakmuke cuumaemcs, umo npumenenue JIAI -cneyughuueckoii
mepanuu Mmodcem Oblmb OMCPOUKOU onepamusrHoco nevenus [321], oOnako no OarHbIM
poccutickozeo pecucmpa noumu 80% umerom @K III-1V, npossenenus maxcenon XCH (44,1%)
[274], umo obo3nauaem 603modcHOCMb paccmampusams HasHauenue JIAI-cneyuguueckotl
mepanuu mexnuyecku onepabdenvHvim oOonvubim XTOJIIT 6 meuenue 2-3 mec. 6 pamkax
npeodonepayuoHHol N0020MOGKU OJis VAVYULEHUS (QYHKYUOHAILHO20 U 2eMOOUHAMUYECKO20

cmamyca.

Anroput™m neuennst XTOJI npencrasied Ha pucynke 4 (Ilpuioxenne b1).

3.9 OcoGeHHOCTH BeleHUSs MANMEHTOK 1eTOPOIHOT0 BO3PACTA ¢ JIErOYHO runepreH3ueii

[TarueHTKaM € JIETOYHOM TUIepTEH3UEN He peKOMEHIyeTcs OepeMeHHoCTh [6, 12, 15, 16, 44, 47,
48].

EOK IIIB (YYP C, Y1 5)

Kommenrapuii. JII' accoyuupyemcs ¢ 6biCOKUM YPOBHEM MAMEPUHCKOU U NEePUHAMANbHOU
emepmuocmu [15, 16]. Bonvuvie JIAI' u XTOJII" omuocamcesa k 1V epynna pucka mamepunckou
aemanvhocmu (BO3), npu xomopou bGepemennocms npomusonokazarna [322]. Bo epems

6epemeHH00mu 6 Op2aHusme OfICeHUUHbl npoucxodﬂm cyuiecni6eHHvle a()anmauuouubze
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UBMEHEHUsL: (PUBUOTOSUHECKAsl 2UNePBOTIeMUsL U YBETUYeHUE YACTIOMbL CEPOSUHbIX COKPAUEHU
npugoosm K sHauumenvHomy (om 30 0o 50%) nosviwenuro CB; OvixamenvHblil 00bem 1ecKux K
KOHYY eecmayuorHozo nepuoda gospacmaem na 30-40%, wacmoma Ovixanus yseaudueaemcs Ha
10%. Ykazannvie usmenenusi mocym npusecmu k dexomnencayuu JII' [6, 326, 323].
PexomeHyeTcsi KOHCYJIbTallMs Bpada-Kapuojora U Bpadya-aKyliepa-THHEKOJIora B LEHTPE C
ombiToM BeaeHus OepemenHbix ¢ JII' mis mogbopa OoNTUMAIBHOTO METOJla KOHTPAICTIUU C
Y4eTOM BBICOKOTO PHCKA IIPOTPECCUPOBaHUs 3a00IeBaHuUs Ha OHE OEPEMEHHOCTH Y TAITUEHTOK
JeTOpoaHOro Bo3pacra [15, 323, 324].

EOKIC (YYP C, Y1 5)

3.9.1 MeToapl KOHTpaLEeNIUH

He pexkomenayercs HasHadaTh cuHTeTHdeckue sctporeHsl (GO3CB) mnamnmentkam ¢ JIAT u
XTOJIT" B cBSI3H ¢ BBICOKUM PUCKOM TPOMOO3MOOIHUECKUX ocioxkHenuii [15, 47, 52, 323, 324].
EOK IIIC (YYP C, YA/ 5)

Pekomenayercss coderaHue JABYX METOIOB KOHTpALENIMU sl JIOCTHXKEHUS HAaJIEKHOTO
KOHTpalenTUBHOTO 3 dekra y manuentok ¢ JII' [15, 164, 323].

PKO IC (YYP C, Y] 5)

KommenTapmuii. Memoow: konmpayenyuu o6cyincoaromes 8 UHOUBUOYAIbHOM NOPAOKE C Y4emom
conymcemsyroweu namonozuu. C yuemom IV epynnvl pucka mamepurnckou remanviocmu (BO3)
npu JIAI' u XTOJII' pexomenoyemcsi ucnonb3o08amv Memoovl KOHMpAYenyuu ¢ ypoeHeM
Heaghpexmusnocmu <1% (cmepunuzayusa myscuunvl/scenuunst [324], smonozecmpen 6 gpopme
umnianmama, snympumamounwie cnupanu [322]. I'opmonanvrsie konmpayenmugol CUCTIEMHO20
oelicmeus, UHbeKYUul, Niacmulpu mpaHcoepmManivhble, 8a2UHANIbHbIE KOIbYd U ouagpazmel) He
peKomMeHOyemcs 8 Kauecmee eOUHCMBEHHO020 Memood, NOCKoavkKy 6 6—12% cnyuaes onu
Heaghpexmusnvr  [325].  IIpeOnoumumenvHo Ha3HaAyeHUue MeOPOKCUNPO2eCmepoHa™™* u
amoHo2ecmpena, Komopule 061a0arom 3QPHeKmusHvIM Oeticmauem U TUUeHbl MHOSUX NOOOUHBIX
appexmos cunmemuueckux scmpoecenos  (GO3ICB) [6, 44, 52], oonako Heobxooumo
yuumseieams, 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 PA3BUMUS
8A306A2ANIbHBIX peaKyuti U UHQEKYUOHHBIX OCLONCHEHUL 80 6peMsl UMNIAHMAYUU CUCTHEMbl
[323]. hapvepuvie memoowr 6ezonackvl Onist nayuenmox, Ho He 0aiom HAOEHCHOU 2apaHmuu om

Hacmynnenus Oepemennocmu [6, 47]. Ilpumenenue 20pMOHANLHBIX KOHMPAYENMUBOS
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CUCTNeMHO20  OeUCmBUsL — Modcem  00Cyxncoamvesi Y NAYUeHmox, — NPUHUMAIOWUX
anmumpombomuueckue cpedocmea [15,16].

B kadectBe 3(pPeKTUBHOTO METOMA IKCTPCHHON KOHTPAICHINH PEKOMEHIYETCS MPUMCHEHHE
JIEBOHOPIecTpeIa IMocie He3alluIeHHOro cexca [324, 325].

PKO IC (YYP C, Y/ 5)

KommenTapuii. Jlesonopeecmpen naswauaemcs 6 0oze 1,5 me oonokpamuo 6 meuenue 72 y

nocie He3auuerHo020 cexca (Vypoeens neagpgexmusnocmu 1,1%).

3.9.2 Benenne 6epeMeHHOCTH Y MAMEHTOK € JIETOYHOI rUnepTeH3ueit

HpOBeI[eHI/Ie JUArHOCTHUKH U JICUCHUA JI'B nepuoa 6epeMeHHOCTI/I npeaACTaBJIACT 3HAYUTCIIBHBIC
TPYAHOCTHU, CBA3aHHLBIC C OI'PaHUYCHHUCM OUArHOCTHYCCKHUX BO3MOXKHOCTEH M BI)I60pOM
MGI[I/IKaMeHTO3HOI71 TCparuu. B HACTOAIICC BPEMA B MUPC OTCYTCTBYIOT CAWHBIC COIJIACOBAHHBIC
IoaxoJbl K BEACHUIO 6€pCMeHHLIX C HF, BCICACTBUC HAINYHA OTUYCCKUX ACIICKTOB HpO6JI€MBI
MNPpOBCACHUA KPYHNHBIX PAHAOMU3HUPOBAHHBIX HJ'IaI_[e60-KOHTpOJ'II/IpyeMBIX MHOT'OLICHTPOBBIX
KIMHUYCCKUX I/ICCJIGI[OBaHHﬁ, U BCC OOCTYIIHBIC PCKOMCHAAIWHW HOCAT B OCHOBHOM YPOBCHb

J0Ka3aTCJIbHOCTU C, OCHOBBIBAsICh Ha OIBITC SKCIICPTOB U OTACIBbHBIX ICHTPOB.

PexoMeHyeTcsi MCKyCCTBEHHOE TpEphIBaHHE OEPEMEHHOCTH (aGopr) B Cy4ae HACTYIUICHHSI
6epemennoctu [15, 323].

EOKIC (YYPC, Y1 5)

Kommenrtapuii. Coenacno moouguyuposannou xnaccuguxkayuu BO3 no oyenke pucka
CEPOEUHO-COCYOUCMbBIX OCTONCHEHUI Oepementbie ¢ JII omnocames k [V kamezopuu pucka, npu
Komopoti bepemennocms npomueonoxazauna [15, 323]. Iayuenmxe c JIAI' oonxcno oOvimo
NpeonoNceHo npepviearue bepemMeHHOCmuY aub0 00CpoUHOe podopaspeuleHue (8 3a8UcCUMOCmu
om cpoxa GepemenHocmu). Meouyunckuii abopm OondiceH Obimb GulnoaHeH 00 22 Heodelb
bepemennocmu 6 cneyuanuzuposanHom yeumpe [322]. Haubonee onmumanbHvim cpokom 0ns
npepoieanusi bepemennocmu  seisemcsi cpok 6 10+3 nedenv ececmayuu [15, 324, 328].
IIpepvisanue Oepemennocmu Ha 601ee NO30HUX CPOKAX NO PUCKAM PA3GUMUSL OCLONCHEHUL
CONOCMABUMO C PUCKAMU O00CPOUHO20 podopaspeuieHus Ha 32—34-ii nedene GepemenHoCcmuU.
MeouxamenmosHvle U Xupypeuyeckue Memoobl NpepuleaHus bepemenHocmu 00UHAKOBO
ahpexmusHbl U CONOCMABUMBL NO 4ACMOMe PA36UMUS Cepbe3HblX ocaodcHenuti. OOHako, no

OaHHBLIM JUMEPAmypsbl, yawje npogoosmcs xupypeudeckue mauvunyiayuu (2,1 npomus 0,6%)
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[329]. Meoukamenmosnoe npepwvigarue bepemeHHOCMU Yelecoodpa3Ho paccmampusams 00 9
Hedellb OepeMeHHOCMU C UCNOIb308AHUeM HUZKUX 003 #muzonpocmona (100 me) [323].

B cnyuae oTkasa ot pepbiBaHus O0EPEMEHHOCTH/ JOCPOYHOTO POIOPA3PEIICHHUS PEKOMEH Ty eTCS
BeJICHHE OEpPEeMEHHOCTH TMAlMEeHTKH MYJIbTHAUCIHMIIIMHAPHON KOMaHJOH C peryJsipHbIM
HaOJIFOZIGHUEM W POJOpa3pelICHUEM B CICHUATM3HPOBAHHBIX IMEpUHATAIBHBIX TeHTpax |l
ypoBHsi [15, 323].

EOKIC (YYPC, YA 5)

Kommenrapuii. B ciyuae omkasa om  npepvisanus — 6epemMeHHOCMU/O0CPOUHOO
PpooopaspeuieHus NayueHmKa 6e0emcsi ¢ OepemMeHHOCMbIO 8bICOKO20 PUCKA PA3GUMUSL CEPOSUHO-
COCYOUCMBIX OCTIOJNCHEHUT, 8 MOM YUCIe U PAMANbHBIX, ¢ ydacmuem MylbmMUOUCYUNIUHAPHOU
KOMAaHObl 68 cocmase 8paia-Kapouonoed, 8paia-aKyulepa-euHeKonoed, 8paia-aHecmesuonoa-
peanumamoroea, epava-neouampa u cneyuanucma no JII' [15, 322, 323]. Ocmomp 6epemennoti
spauom-kapouonozom (OxoKI, TIIX, uccredosanue yposus N-mepmunanvnoco gpacmenma
Hampuiypemudeckoeo nponenmuda mozeoo2o (NT-proBNP) 6 xposu u nyrvcoxcumempuu)
nposooumcs Kaxcovie 2—4 Hedenu, a npu HeEOOXOOUMOCMU — eHCeHEOeNIbHO (8 mpembem
mpumecmpe bepemeHHOCmU 6 ciyuae npoioHeayuu bepemennocmu) [324]. Ilpu noserenuu
NPUSHAKO8 KAUHUYEeCKo2o yxyoutenusi JIAIT ma nobom cpoke OepemeHHOCMU HNOKA3AHA
20Ccnumanu3ayus NAYUenmKu 6 cneyuanusuposannsiil yeump [322, 323].

Pexomennyercs nmpoBeneHue 3xokapauorpapuu Bo BpemMsi O€peMEHHOCTH Kaxable 4—6 Helenb
WK B ClTydae yXy/ieHus cocrosiaus nanuentku JIT [15, 322, 324].

EOK IC (YYP C, Y1 5)

PekoMeHyeTcss pacCMOTPETh BO3MOXKHOCTD TIPOBECHUS YPE3BEHO3HOM KaTeTepU3aluy Cep/ia
6epemennbiM ¢ JII' ipy HATMYKKM TIOKA3aHUH ¢ THArHOCTHYECKOM 1ienbio [6, 15, 322, 323].

EOK IIbC (YYP C, Y1 5)

PexkoMeHnayercsi BHIIOTHEHHE YPECHHIEBOAHON sXokapauorpaduu OepemenHbiM c JIIT mms
uckmouennss  BIIC  npu  HemoctaroyHoi ~ MHGOPMATUBHOCTH  TPaHCTOpPaKaJIbHOW
axokapauorpaduu [6, 15].

EOK IC (YYP CB, Y/ 5)

PexkoMenayercss paccMOTpeTh BO3MOKHOCTH BBHITIOTHEHHs] aHTHOrpaduu JEro4yHOW apTepuu
CCJICKTHBHOW (@HTHOIYJIbMOHOTpaHsi) MPU HATMYUHU KU3HEHHBIX MMOKA3aHWUW, B TOM YHCIIC U
IPH MOI03PEHHUHU Ha OCTPYIO TPOMOOIMOOIIHIO JIErouHOM aptepuu [6, 322, 323].

EOK IIbC (YYP C, Y/ 5)

KommenTapuii. /lpeonoumenue omoaemcs KT ¢ nHuzkum yposuem nyyesoti naepysxu (0,01-0,66

mlp) [323].
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Pexomennayercs paccmorpets mnpopoikeHue JIAI-cmemuduueckoid Tepanmuu BO  BpeMs
OepeMEHHOCTH TalMeHTKaM, MOJy4YaBIIUM €€ 10 OSpEeMEHHOCTH, C 3aMEHOH JIEKapCTBEHHBIX
npenapaToB, 001aJaI0MIKX MOTCHIUAIBHBIM TEPATOTCHHBIM U YMOPHOTOKCUYECKUM JICHCTBUEM,
Ha 6osee Oe3omacHsie [6, 15, 322, 323].

EOK IIaC (YYP C, Y/ 5)

Pexomennyercss paccMmoTperh HaszHaueHue JIAI-cmeum¢puyeckoil Tepamuu BO  BpeMs
OEepeMEHHOCTH TMalueHTKaM O0e3 MPEeIIIeCTBYIOMEro JEUEHHsT € YYEeTOM MOTEHIMAIbHBIX
TEPaTOrCHHBIX U SMOPHOTOKCHUECKUX 3¢ eKToB mpemnapatos [15, 322, 323].

EOK IIaC (YYP C, Y/ 5)

KommenTapuii. Oovem JIAI-cneyughuueckoii mepanuu (Monomepanusi uiu KOMOUHUPOBAHHAS
mepanus) onpeoensemcs Ha OCHO8aHuu cmpamuguxayuu pucka rtemaivrocmu [10]. B kauecmee
npenapama nepeou TuHUU Yacmo ucnoavzyemces U®@/[3-5 cundenaghun 6 cmapmosoti 0oze 20 me
3 paza/cym. Hasnauenue uneansiyuoOHHO20 ULONPOCMA 80 8pems bepeMeHHOCmu U nocie pooos
nokazano nayueumxam c II-1V @K (BO3). B noodepynne nayuenmos ¢ NOLOHCUMENbHBIM
8A30PEAKMUBHBIM MeCmMOM HeoOX00umo unuyuuposams mepanuio bKK [6, 15, 49, 322].

He pexomennyercs nHaszHauatb APD u puonuryar** OepeMEHHBIM WM IUIAHUPYIOIIUM
O6epemeHHOCTh nanueHTKaM ¢ JIAI' B cBsi3u ¢ TepaTOreHHBIM U IMOPHUOTOKCUYECKUM JIEHCTBUEM
npemnaparos [12, 15, 169, 323].

EOK IIIC (YYP C, YA/ 5)

Pekomennyercss ormeHuth Baphapua** y Oepemennsix ¢ JIAI/XTOJI, mnomy4aBmux
AQHTHKOATYJISTHTHYIO T€paIuio aHTaroHucramu ButamuHa K 1o 6epemMeHHOCTH, M3-32 SMOPHO- U
deTorokcuyeckux 3¢ (HeKToB mpenapara ¢ HA3HaAYCHUEM HU3KOMOJIEKYISIpHBIX remapuHoB (ATX
rpyma remnapruHa) B TepareBTHYECKHX J03ax B TeUeHHe Bcell OepemenHoctu [15, 166, 323].
EOKIC (YYPC, Y1 5)

PexomeHtyeTcst MPOIO/DKUTE WM HavyaTh TEPAITUIO0 HU3KOMOJIEKYJIIpHbIME rernapuHamMu (ATX
rpynmna remapvHa) B TEPAeBTUUECKUX J03aX B pacdyeTe Ha Bec J0 OEpEeMEHHOCTH M B TEUCHHUE
BCeii bepemerHocTH O6epemennbiM ¢ XTIJIT [15, 323].

EOKIC (YYPC, Y 5)

VYV 6Gepemennbix ¢ JIAI, He moJlydyaBIIMX AHTUKOArYJISHTHYIO TEpamuio 10 OepeMEHHOCTH,
BO3MOXKHO PacCMOTpPETh Ha3HAUEHHE HU3KOMOJICKYISpHBIX renapuHoB (ATX rpymnma remnapuna)
B PO HIIAKTHUECKUX JI03aX B TeUeHUE Bcel OepemenHoctH [6, 15, 323, 329].

EOK IIbC (YYP C, Y/ 4)
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He pexomennmyercs Ha3zHaueHHE AHTUTPOMOOTHYECKUX CPEICTB OEPEeMEHHBIM IMallMEHTKaM C
JIAT u XTOJII' B CBSI3U € OTCYTCTBHEM JAHHBIX 00 3((eKTUBHOCTH M 0€30MaCHOCTU ITHUX
npenapatos [15, 323, 329].

EOK IIIC (YYP C, YA/ 5)

Pexomenayercs paccMoTpeTh MmojaBieHue gakTanuu y mnamueHTok ¢ JIAI/XTOJIIT mocne
POJIOpa3peIIeHuUs JIIsl CHUYKCHUS PUCKA Pa3BUTHUS HEOJIaronpusTHBIX coObiTuit [15, 322, 323].
EOK IIaC (YYP C, YA/ 5)

KommenrTapuii. Jlakmayus sensemcs memabonuyecku 3ampamuviM — NpOYeccom, 8
nociepodosom nepuode nayuenmku c JIAI/XTIJII' wyscoaromesi 8 pauuel OnMuMuzayuu
cneyuguueckol mepanuu nNpenapamamil, IKCKpemupyOWUMUcs ¢ 2pyOHbIM MOTOKOM.
Jlakmayuro nodagnaom ¢ nomowpio cmanoapmuuix 003 kabepzonuna (0,25 me kaxcovie 12 u 6
meuenue 2 OHell) uiu 6pOMOKpunmuna™™* (2,5 me 6 oenv pooopaspeutenus, oanee 2,5 me 08a pasa
6 Oenv 6 meuenue 14 onet) [15, 323].

PekoMmeHnyercss ~ MyJBbTHIUCHUIUIMHAPHOTO  KOHCWJIMyMa  JUIS  ONpEICIICHUS  IUJIaHa
poaopaspernienus 6epemennsix ¢ JIAT/XTDJII [15, 323].

EOK IC (YYP C, Y1 5)

KommenTapuii. Kniouegvle 6onpocwl c8a3anvl co cpokamu u cnocobom pooopaspeuierus,
NJIAHOM B8€0eHUsl NOCAePO008020 Nepuooda (HeobX00UMOCMb MEXAHUYECKOU NO00EePHCKU,
npebviganue 6 narame  UHMeEHCUSHOU — mepanuu). IIpednoumumenvHblM — CNOCOOOM
PoOopaspeueHus A61amcsa poobl yepe3 ecmecmsaeHtble pooossie Nymu, Y4umoléas MeHbuile
PUCKU 2eMoppacudeckux, UHMEKYUOHHBIX U MPOMOOIMOOIUYECKUX OCTONCHEHUN, a MAaKice
MeHee BbIpAdCEHHbIEe 2eMOOUHAMUYECKUE USMEHEHUs N0 CPABHEHUID C KecapesbiM CeYyeHUeM.
Cuumaemcsa, uymo nayuenmox c JIAI/XTOJII' II-1V ®K 603moxcHo podopaspewams
OnepamuHvlM nymem ¢ MOHUMOPUPOBAHUEM NAPAMEMPO8 YEHMPAIbHOU 2eMOOUHAMUKY U
eazoeo2o cocmasa kposu [6, 15, 322, 324]. Bo muocux cneyuanusupo8aHHbIX UYEHMPax
PEKOMeHOYemesi nPO8OOUMb POOopaAspeuleHe 00CPOUHO 8 CpoKu 34—36 nedenb bepemennocmu,
npu 3MOM MUHUMATILHBLL PEKOMEHOYeMblll CPOK podopaspeutenusi — 32 Hedenu, MAKCUMATbHbLLL
(npu ycrouu HOpMaibHo npomexaroujeli bepemeHHoCmu U 2eMOOUHAMUYECKOU CmMadUIbHOCU
nayuenmxku) — 37-38 neoenw [328, 329].

B mocneponoBoM meprojie peKOMEHIyeTCss MPUMEHEHWE OKCHJIa a30Ta WM WHTAIAIMOHHOTO
wionpocra** [15, 323].

PKO IC (YYP C, Y 5)
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4. MenuuMHCKAasi peaduaIuTAIMS U CAHATOPHO-KYPOPTHOE JieueHue,
MeIMIMHCKUE MOKA3aHUA W MPOTUBONOKA3aHUA K NPUMEHEHUI0 METO/I0B
MeIUIUHCKON peadWIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUN

NPUPOJAHBIX JeuyeOHbIX (PAKTOPOB

Cwum. pazzgen 3.1 OO6mme pekoMeHanuu, Gu3ndeckasi akTHBHOCTh U PeaOUITHTALIS.
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5. lIpopunaakTuka u IucnaHcepHoe Ha0/I0IeHHe, MeIUIINHCKHE TOKA3AHUS U

NPOTHBONOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

Pexkomenyercsi oneHka KIMHHYECKOTo craTyca y Bcex mnauueHToB JIAIT ¢ ompenenenuem
dynakmonansHoOro kiacca (BO3) kaxasie 6—12 mecsiieB u uepe3 3-6 MecsIeB MOCie KOPPEKIUU
JIAT -crieriupruecKoii Tepaiy WK Ipy KIMHHYECKOM yXyamenuu [6, 12, 15, 16].

EOK IC (YYP C, Y1 5)

KommenTapuii. Oyenka kiunuyecko2o cmamyca y Kaxrcoo2o nayueHma Heooxoouma ois OyeHKu
mANCeCMU COCMOANHUSA/ CMPAMUGUKAYUU PUCKA U BLINOTHACMCA BPAYOM HA KAXCOOM BUIUME.
Credyem nocnedosamenbHo OYeHUmb OUHAMUKY HCAI00 OObHO2O (8bIPANCEHHOCHL OObIUUKU,
Hanuyue CUHKONANIbHBIX COCMOAHUL, Oonel 6 2pyou, nepughepuuecKux omekos, Hanuuue/
Xapakmep HapyuleHutl pumma cepoya), usmeHenue moaepaHmuocmu K puauyeckou Hazpyske, a
Makice NPUBEPIHceHHOCmy K pexomenoyemou mepanuu. Ilayuenmam JIAI' ¢ OK III-1V (BO3)
cnedyem peKoMeHO08amb edeHue OHeBHUKA apmepuailbHo20 0asieHUsl, nyIbCd, 6eca 0l OYeHKU
Ha eusume HaOmoldenusa. Ilpu  @uaukarbHOM — ocmompe — OYEHUBAOMCS — NPUSHAKU
npagodcenyoouxosou CH u camypayus nepugepuueckoil Kposu ¢ NOMOUbIO NYbCOKCUMEMPULL.
Pezynomamom onpoca u ocmompa 6onvnoco asnsemces oyenka @K (BO3), komopulii, hecmompsi
Ha cyObeKmueHOCmb OYeHKu, 0bradaem 6viCOKOU npedckazamenvHou yennocmoio [15, 146].
Yeenuuenue @K sasnsemcsa 00HUM U3 8adiCHBIX NOKazameineu npocpeccupo8anus 3a001e8aHus u
mpebyem NOUCKa NPUYUH KIUHUYECKo20 yXyoueHus [12].

PexomMeHyeTcs BBINOJIHEHHE TECTa C HIECTUMUHYTHON X01b00M Kax/ple 6—12 mecsieB U yepes
3-6 wmecsueB mocie wu3MmeHeHus JIAI-cmenmduyeckoil Tepanmuu WM TPH  KIMHHYECKOM
yxynamenuu [6, 12, 15, 16].

EOK IC (YYP C, Y1 5)

Kommenrtapuii. Jucmanyus ¢ TIIX 6 mempax guxcupyemca 6 abconomuulx yughpax,
UcnonvL3yemcs. On cmpamuukayuu pucka, npu 3mom OYeHusaemcs: OUHAMUKA NPOUOEeHHOU
oucmanyuu medxncoy eusumamu. OOHAKO ee NPOcHOCMUYecKoe 3HAYeHUe OCNApUsaemcs. no
oannwbim pecucmpa REVEAL cnuscenue oucmanyuu 6 TLLX 6onee yem na 15% accoyuuposanocs
¢ Hebnazonpusmuvim npoenoszom [147]. Ilpu evinonnenuu TIIX credyem OononnumenbHo
OYEHUBAMb BLIPANCEHHOCIb 00bluKU no wkare Bopea (maon 23, npunoscenue I'), ounamuxy
camypayuu nepugepuieckoii Kposu, ypoeHs apmepuaibHo20 OA8IeHUs U YaCOmbl CepOeyHbIX

coxpaweruti Ha ¢one nacpysku [103,148].
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Pexomenayercs BeImosHeHUE 3X0oKapauorpadun BceM naruentam JIADT kaxnapie 6—12 mecsien
u uepes 3-6 mecseB nocie koppekuuu JIAI-cienuduyeckoi Tepanuu Wik TPy KIMHUYECKOM
yxynamenuu [6, 15, 16].

EOKIC (YYPC, Y 5)

KommenTapuii. OxoKI ocmaemcs 0ocmynuvim u 6€30nacCHbIM UHCIPYMEHMOM OUHAMUYECKO20
nHabnooenus 3a nayuenmamu JII (pazoen 2.4) [6, 12, 15, 16]. I[Ipocnocmuueckumu
napamempamu 011 60avHuIx JIAI' ocmatomes naowaoe 111 u naruuue vinoma 6 nepuxapoe,
cnedyem yuumvléams uHoexkc sxcyenmpuynocmu JIK, coomnouienue ouamempos npagozo u
18020  JHCENYO0UK08,  cokpamumenvuyro  cnocoonocme IDK.  Ilpu  nedocmamoumol
ungopmamuenocmu IxoKI" nauuenmam ¢ JIAI pexomenoyemcs nposedenue MPT 0ns mounotu
oyenxu YO u CB [12]. Haubonee unghopmamuenvimu npocHOCMU4ecKumMu NOKA3AmMenimu
A6NAIOMCA CHUMNCeHUue gpakyuu eviopoca IDK, koneuno-ouacmoauueckuii UHOeKC U KOHEYHO-
cucmonuveckutl unoexc JDK [12, 94, 95].

Pexomennyercsa Bommonnenne YBKC namuentam JIADT npu pemienuu Borpoca O MPOBEAEHUU
MpEeJICePIHON CeNTOCTOMHUM W/WIM MOCTaHOBKE OOJIBHOTO B JIUCT OKUIAHHS TPaHCIIAaHTALUU
JIETKUX WM KOMIUIEKca cepate-ierkue [6, 15, 16].

EOKIC (YYPC, YA 5)

Beinonnenne UBKC cnenyer paccmorpers y mnaunumentoB JIADT uyepe3 3-6 mecsueB mocie
koppekiun JIAT -crierududaeckoii Tepanuu Win Ipy KITHHUIECKOM yXyamenuu [6, 15, 16].
EOK IIaC (YYP C, YA 5)

[TpoBenenne UYBKC pexkomeHn0oBaHO paccMOTpeTh y cTaOuiabHBIX nanueHToB JIADT ¢
MEePUOIUYHOCTBIO Kaxable 6-12 mecsies [12].

EOK IIbC (YYP C, Y1 5)

KommenTapuii. B nacmosiwee epems omcymcmeyem 0okazamenvHas 6a3a 8 Nojib3y 6bINOJIHEHUs
pecynaprvix YBKC onst 0ocmudicenus ayuuux ucxo0os y nayuenmos JIAI'. Oonaxo cywecmayem
KOHCeHCyC 3Kcnepmos o Heobxooumocmu nposedenus YBKC npu nepecmompe obvema
JIAI cneyugpuuecxoti mepanuu unu 00CYIHCOEHUU BONPOCA O NPOBEOCHUU NPedcepOHOl
cenmocmomMuy u/unyu nNOCMaHo8Ke nayuenma 6 a1ucm odxcuoanus mpancnianmayuu. Ocmaemcs
OMKPLIMbIM 80NPOC O NOKA3aHUAX K evinoanenutro YBKC onsi ounamuueckoeo HabarooeHus
cmabunbHuIX nayuenmos. 1100xo0bi omauyaomes mexncoy dIKCHePMHbIMU YEHMPAaMU, HAYUHASL
Om pe2yNAPHOU UHBAZUBHOU OYEHKU 2eMOOUHAMUKU OO0 NPeuMyuecmeeHHo HeuH8A3UBHOU
cmpamezuu Hab00eHUsL 3a OOILHBIMU.

BeImoHeHNEe SprocnupoOMETPHH CIIEAYET PacCMOTPETh depe3 3-6 MecsIeB Mociie KOPPEKIUU

JIAT -cnientuduueckoii Tepanuwu [6,10,15,16].
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EOK IIaC (YYP C, Y/ 5)

BerlnosiHeHuE 3procrnupoMeTpuy BO3MOXKHO PaCCMOTPETh Kax/ible 6—12 MecseB y cTaOUIbHBIX
nanueHToB JIAI" wim npu kauHUYECKOM yxyamieHun [12].

EOK IIbC (YYP C, Y/ 5)

KommenTapuii. Haubonvuieli npocHocmuueckoli YeHHOCmblo 001a0arwm maxKue UHmespaibHble
nokazamenu 3Qpekmuenocmu 2a3000Mena 8 J1ecKux, KaKk nukogoe nompeoieHue Kuciopooa u
BEHMUNAYUOHHBLI dKeUBaienm no yenekuciomy easzy [15, 16, 105]. 3nauenus VOopeak <11,4
ma/mun/ke u VE/VCO2> 45 accoyuuposarvi ¢ HU3KOU 8bIICUBAEMOCIbIO Y hayuermos ¢ JIAT
[148].

Pexomennyercss uccnenoBanue ypoBHS N-TepMHHAIBHOTO (parMeHTa HATPHIlypeTHYECKOTO
npornentuaa mo3roBoro (NT-proBNP) B kpoBu kaxabie 6—12 MecsiueB u uepe3 3-6 MecsieB
nocine koppekiuu JIAI -cnenuduueckoi Tepanuu Wik Ipyu KIMHHYECKOM yXyAmeHuu [6, 12, 15,
16].

EOKIC (YYPC, YA 5)

KommenTapuii. Yposeno BNP/NT-proBNP koppenupyem ¢ msajcecmvio Ouc@yHKyuu Muokapoa
1DK u obnadoaem npoecnocmuueckoti unghopmayueli Kak npu yCmarosieHuu OUdacHo3d, max u 60
epems OuHamuueckoeo Haobnooenus 3a nayuenmom [12]. Konmyemwmpayus BNP/NT-proBNP
umeem 6OILULYIO BAPUADETLHOCMb, NOIMOMY De3Vibmam cledyem UHMEPnPemuposams ¢
yuemom KauHuveckou cumyayuu. Xoms BNP umeem 6o1ee mechyio KopperayuonHyo césa3b C
eemoounamukou MKK u menee 3asucum om @yuxyuu nouex, NT-proBNP npeocmasnsemcs
bonee cunbHbLIM npocHOCmMuYeckum mapkepom [149].

PekoMeHyeTcss McCClIeJOBaHWE Ta30BOTO COCTaBa KPOBH Kaxible 6—12 mecsieB u udepe3 3-6
MecseB nociue koppekiuu JIAI-cnennpuryeckoit Tepanuu WK Npu KIMHUYECKOM YXYIILIEHUN
[6, 12, 15, 16].

EOK IC (YYP C, Y1 5)

KommenTapuii. Ha euzumax nabnooenuss y cmadbunvuvix nayuenmos JIAI' 6ozmodcna 3amena
uccne0o8anusi KUCI0OMHO-0CHOBHO20 COCMOAHUSL U 2A308 KPOBU HA OYEHK) NYIbCOKCUMEmPUU
[12].

PexomeHayeTcsi MpOBOJIUTH MYJbCOKCUMETPUIO HA KaXIOM BHM3UTE HAOMIONEHHUS y BCeX
narrentos ¢ JII' [12,15, 16].

PKO IC (YYP C, Y/ 5)

AJ'II‘OpI/ITM IMPOBCACHU A OGCHCJIOBaHI/IH B paMKax JUHaAMHUYCCKOI'O Ha6J'IIO,I[CHI/I}I MMpEACTaBJICH B

tabaune A3.5 (IIpuaoxenne A3).
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6. Opranu3anusi OKa3aHusi MeTUIIMHCKON MOMOIIH

6.1. loxa3zanust JJIS1 IUIAHOBOM rOCHUTAJIA3 AN

e Bepuduxanus s3tuonoruu u reMmoauHamMuyeckoro tumna JIl';

e BrInoJIHEHHE Ba3OpeakTUBHOTO TecTa (y MAIMEeHTOB ¢ BHepBbIe BhisiBIeHHOW WIJIAT,
HIIAT, JIAT npu npueme JiekapcTB/ TOKCUHOB);

e Omnpenenenue Moka3aHui 411 HadaabHOU cTpareruu JIAI -cienuduaeckoit Tepanuu;

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

e bepemMeHHOCTh U pOJIOpa3peILICHHUE;

e DKCTpakapAualbHbIE XUPYPTUUECKUE BMEIIATEIbCTBA;

o Hesdbdextunas JIAI-cneunduueckas Tepanus Ha aMOyJIaTOPHOM 3Tare.

6.2. IToka3aHus 1151 IKCTPEHHOI rOCUTAIN3ANNH:

e QOcnoxunenuss JIAI', TpeOyrolmue HHTEHCUBHOM Teparuu: JEKOMITIEHCHPOBAHHAas
npaBoxenyaoukoBas CH ¢ cucteMHO# rHIIOTOHUEH W/WH ONTUTypHUEi;

e Octpas TpoMO603MO0IINS JIETOYHOH apTepHH;

e JlerouHoe KpOBOTEUECHUE;

e ['eMommHaAMHYECKHN 3HAYMMBIE HAPYIICHUSI pUTMa/ TPOBOIUMOCTH;

L PGHI/II{I/IBI/IPYIOHII/IG CHHKOIIAJIbHBIC COCTOSTHHUA

6.3 IMoka3aHus K BhINMNCKE MALMEHTA U3 CTAIHOHAPA:

- I'eMonnHaMuyeckasi cTaOUIBLHOCTh 0€3 MHOTPOITHOM MOAJIEPIKKH

- Ilepexon Ha nepopasibHbIE TUYPETUKH.

6.4 Unble OpraHu3alfuOHHBbIC TEXHOJOIMHU

[lpn ananmusze pabOTHl MEAMIMHCKOW opraHuzanuu c nauumeHtamu ¢ JIIT nemecoobpasHo
aHAJIM3UPOBATh CIIEIYIOIIUE T0KA3aTeIIN:
® [IPOIICHT MAallMEHTOB, KOTOPHIM BBINOJIHEHO aJIeKBaTHOE 00CIIeI0BaHUE B 3aBUCUMOCTH OT

YPOBHS MEAUIIMHCKON OpraHu3allni;
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MPONEHT MAaIMEHTOB, KOTOPbIM BhinoJiHeHA YBKC B s3KkCniepTHOM LIEHTpE A0 MHUIIUALINHT
JIAT cnenuuueckoii Tepanuu;

OPOIEHT MAalUeHTOB ¢ BrepBble ycranoBieHHoW WJIAI/HIIAI/JIAT npu mnpueme
JICKapCTB/TOKCUHOB C  BBIIIOJIHEHHEM Ba3OpPEaKTHBHOIO TecTa [JI0 Ha3HauYeHUs
crenupuIecKor Teparuu B IKCIIEPTHOM IIEHTPE;

nporent mnanueHtoB JIAIT ¢ Beibopom crparerun JIAI-cnenmduyeckoil Tepanuu B
COOTBETCTBUU CTPATU(UKAIINN PUCKA,

MPOLICHT MAllMEHTOB, MEPEHECHINX IKCTPaKapAHAIbHBIC XUPYPIHUECKUE BMEIIATEIbCTBA
B YCJIOBUSIX SKCIIEPTHOIO LIEHTPA;

npoueHT nanueHtoB ¢ JIAD, HaOmonaromuxcs B aMOyJIaTOPHBIX YCJIOBHSIX, BpadyoM-
KapauoJiorom, cnenuanuctoM o JII';

MPOLIEHT MalreHToB, ooecneueHHbIX JIAI -ciennduueckoii Tepamnueii, B Te4eHHE OJTHOTO
Mecsa nocie Bepudukanun quaruosa JIAT/XTOJIIT;

MPOLIEHT  MAllMeHTOB, KOTOPbIM  CBOEBPEMEHHO  OIPEACNICHbl  IOKa3aHUs K
TpPaHCIUIaHTALMU JIETKUX WUJIU CEPJIeYHO-JIETOYHOTO KOMILJIEKCA;

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

nokazanuit k JI99, BAII JIA uin MeaAuKkaMeHTO3HOM Tepanuu.



7. lonoaHuTeNbHASA HH(pOPMaIus (B TOM 4yucjie (aKkTOpPbl, BJAUSIONIAE HA

HUCX0/1 3a00/1eBaHMsI HJIH COCTOSIHMSI)

Lenu neyenns mamueHToB ¢ JII':

® JIOCTHIKEHHE KPUTEPUEB HU3KOTO pHcKa (00mIas cMepTHOCTh <5% B TedeHue roja Jajs
6osbHBIX ¢ JIAT);

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

® 3aMe[ICHHE POTPECCUPOBAHMS /WM YMEHBILICHHE YaCTOThI TOCIIUTAIN3ALUIN B CBS3U C
JIAT/XTOJIIT mpu  perynsipHoM HaOMIOJCHHM W CBOEBPEMEHHOW  KOPPEKIUHU

crienu(pUIecKOi U MO ICPKUBAOIICH TepaIuu.

KpnTeme OLICHKHU KaYecTBa MeIlI/I]_[HHCKOﬁ nomMoIu

® HAIMYHE Pa3BEPHYTOTO KIMHUYECKOTo auaruosa ¢opmel JII', coorBercTByromero MKb-
10 ¢ yxazanuem ¢yHkroHamsHoro Kiacca (BO3);

e BBINIOJIHEHUE CTaHAapTa OOCJEeNIOBaHUS B 3aBUCHMOCTH OT YPOBHSI MEIUIIMHCKOIO
yupexaenus (Ta6a.21, Ipunoxenne b1);

e BepuduKanMs AMArHO3a WM ONpEeNICHHE MapIIPyTU3aluU B SKCIIEPTHBIN IICHTD;

e [poBe/eHUE CTpaTU(UKALINY PUCKA JIETAIbHOCTH;

e 00ocHOBaHHOCTB BbIOOpa cTpareruu JIAI -cnenuduyeckoit Tepanuu;

e 000CHOBaHHOCTb ITPOBEACHUS XUPYPrHUUecKoro jgeueHus y nauentos ¢ JIAI/ XTOJIT;

e HaIWYMe PEKOMEHJAIMH 10 aMOyIaTOPHOMY BEJICHHIO MAI[EHTOB.

® CBOEBPEMEHHOCTb HarmpaBieHus 6epeMeHHbIX ¢ JII' B SKCHIepTHBIN LIEHTD;

e HampaBjieHHE B OKcHepTHbIM 1eHTp mnamueHta ¢ JIAT/XTOJII s BBIIOJHEHUS

AKCTPAKAPANAIBHOTO XUPYyPTrUYECKOIO BMEIIATEIbCTBA.

Kpurepun sxcnepraoro uenrpa JII

Hanumuwe MyabTUAUCIUIIIMHAPHOW KOMAHIBI  CHCIHAIMCTOB  (Bpay-KapAHOJOT, Bpad-
IIyJIbMOHOJIOT,  BPay-peHTTEHOJIOT,  Bpay-aHECTE3MOJIOT-PEAHUMATOJIOr,  Bpad-CepAEeYHO-
COCYI[HCTBIﬁ Xprpr, Bpayd MO pCHTTCHOHAOBACKYJISAPHBIM JUAIrHOCTUKE U JICUCHULO, Bpa‘{-peBMaTOJ'Ior,

MEIUITUHCKUMN HCI/IXOJ'IOF), OTACIBHBIC CIICHHUAIMCThI (HaanMep, Bpad-MyJIbMOHOJIOT, Bpayd-
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pPEeBMATOJIOT, MEIULUUHCKUNA TICUXOJIOT, Bpay-aKyllep-THHEKOJIOT U Ap.) MOTYT IPHUBIIEKATHCS B
MYJIbTHIUCIMIUIMHAPHYIO KOMaHy U3 Ipyrux yupexacuuii! [6, 15, 16, 44].

EOKIC (YYPC, YA 5)

Bo3moxHOCT,  OBICTPOrO  IMepeHampaBieHUs B CIEUUAIM3UPOBAHHBIE  OTACNICHUS
(peBMaTOJIOT ), BHIIOJHEHUE TPOMOIHAAPTEPIKTOMHUH U3 JIETOUHOM apTepuu, XUPypruuecKon
koppekuun BIIC, TpaHcIaHTalMy JIETKUX WM KOMILIEKCa Jierkue-cepaue [6, 15, 16, 44].
EOKIA (YYPC, YA 5)

Junamuueckoe HaOmofgeHue He MeHee 50 MalKMEeHTOB C BepU(ULIMPOBAHHBIM JIUATHO30M
JIAT/XTOJII" u He MeHee BYX HOBBIX cirydaeB AuarHocTuku JIAT/XTOJIT exemecsaHo

[6, 15, 16, 44].

EOK IIaC (YYP C, YA 5)

Brinonnenue He meHee 20 Ba3opeakTUBHBIX TECTOB B rof y nauueHtos ¢ MJIAL, HJIAT u JIAT,
aCCOI[MMPOBAHHOM C JIEKaPCTBEHHBIMH MperaparaMu/Tokcunamu [6, 15, 16].

EOK IIaC (YYP C, YA 5)

[poBenenue knmuandeckux uccienosanuii Il u 1l a3 y naumenros ¢ JII' [6, 12,15, 16].

EOK IIaC (YYP B, Y1 2)

KpnTepIm OICHKH KadeCTBa HepBHqHOﬁ MeIlHKo-caHHTapHOﬁ NMOMOIIU B3POCJBIM INPH

JerouHoii runeprensuu (koapl mo MKB - 10: 127.0, 127.2, 127.8)

Nn/n | Kpurepuu onieHKH KauecTBa Onenka
BBITTOJIHEHUS
1. Beinonnen npuem (ocMoOTp, KOHCYNIbTalMs) Bpaua-Tepanesra win | la/Her

Bpada-KapauoJora

2. BrinonneH oOnmii (KITMHUYECKHI) aHAJIW3 KPOBU Pa3BEPHYTHIN Ha/Her

3. BeoinonHeH aHanu3 kpoBu Onoxumudeckuii oomerepanesruueckuit | la/Her
(UccnenoBanne ypoBHS MOYEBMHBI B KpoBW. MccienoBanue
YPOBHS MOYEBOM KHCIOTBI B KpoBU. lMccienoBaHue ypoBHS
KpeaTuHUHAa B KpoBU. MccnenoBanue ypoBHs obmiero Oenka B
kpoBHu. MccrnenoBanue ypoBHS o0miero OwinpyOMHa B KpOBH.
HccnenoBanue ypoBHS INIIOKO3bI B KpoBU. VccnenoBanue ypoBHS
HaTpusd B KpoBU. MccinenoBaHue ypoBHS Kaiusl B KPOBH.

HccnenoBanue ypoBHsS CBOOOJIHOTO M CBSI3aHHOTO OMIIMpYOMHA B
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KkpoBU. OnpeneneHne akTUBHOCTH acnapTaTaMUHOTpaHc(epasbl B
KpoBu. OmpeneneHre aKTUBHOCTH alaHMHAMUHOTpaHC(eEpasbl B
KpPOBH.

Hccnenosanue ypoBHs C-peakTHBHOTO O€Jka B CBIBOPOTKE KPOBH)

4, Brimonnen ananu3 kpou Ha BUY (onpenenenue antuten kiaccoB | Jla/Her
M, G (IgM, 1gG) k Bupycy ummyHoaeduiura yenoeka BUY-1
(Human immunodeficiency virus HIV 1) B kpoBu, omnpe/encHue

antuten kinaccos M, G (IgM, 1gG) x Bupycy

umMmMmyHoepunuTta yenoseka BUU-2 (Human immunodeficiency

virus HIV 2) B xpoBn)

6. BreimmonHeHa — kommbroTepHO-TOMOrpaduueckas  anruorpadus | Jla/Her
JICTOYHBIX COCYJIOB HJIM JIAHO HAIPABJIICHUE B AKCIEPTHBIN IIEHTP

JIErOYHOM TUIIePTEH3UH

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

OTBEJICHUsX (IIPH YCTAaHOBJIEHUH IMarH03a)

8. Breimonnena mnpuuenbHas peHTreHorpadus opraHoB rpynaHoit | Jla/Her
KJIETKH

9. BrimonnaeHa a3xokapauorpadus Ha/Her

10. BrinmonHeHo uccneaoBaHrne HECIIPOBOIMPOBAHHBIX JbixaTenbHbix | Jla/Her

00BEMOB ¥ IOTOKOB WJIM JIaHO HAIPaBJIEHUE B SKCIIEPTHBIN LIEHTP

JIETOYHOM TUIIEPTEH3UH

11. [MTatiment B3sST ToOA  aAucnaHcepHoe HabOmonenue (mpu | Jda/Her
YCTaHOBJICHHOM JIMarHO3€ JIETOYHAas apTepHalibHasl TUIIEPTEH3US U

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

14. JlaHo HampaBlIeHHME B KCIEPTHBIH LEHTp JierouHoi runeprensun | [la/Her

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

JerouHoii runeprensuu (koanl mo MKB - 10: 127.0, 127.2, 127.8)

N Kpurepuu onenku kauecTna Ouenka
n/n BBITTOJIHEHUS
1. BrimosHaen npuem (0cMOTp, KOHCYJIbTAIUS ) Bpaua-Kap/Hoiora Ja/Het
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BrimonHeH o0muil (KITMHUYECKUH) aHAIN3 KPOBU pa3BEPHYTHIN

Jla/Het

Beimonnen aHaIu3 KpOBHU OMOXUMUYECKUI
obOmerepaneBTuueckuii (MccienoBanue ypoBHS MOYEBUHBI B
KpoBu. HMccrnenoBaHue ypoOBHS MOYEBOW KHUCIOTHI B KpPOBH.
HccnenoBanue ypoBHA KpeaTMHUHa B KpoBU. MccrnenoBaHue
ypoBHsl o0miero Oenka B KpoBH. VcciaenoBanue ypoBHs oOIIero
OounupyOuHa B KpoBH. MccienoBanue ypoBHS TIIOKO3bI B KPOBH.
HccnenoBanue ypoBHs HaTpus B KpoBH. MccienoBaHue ypoBHs
Kaius B KpoBU. McciieqoBanue ypoBHs CBOOOJHOIO U CBSI3aHHOI'O
OounupyOuHa B KPOBH. Omnpenenenue aKTUBHOCTH
acrmapratraMHHOTpaHcdepasbl B KpoBu. OnpeeneHne akTHBHOCTH

alaHMHAMHHOTPaHC(epasbl B KPOBH)

Jla/Het

Brimonnen ananus kposu Ha BUY (onpenenenre aHTUTEN KIIACCOB
M, G (IgM, IgG) k Bupycy ummyHozaeduimra yenopeka BIY-1
(Human immunodeficiency virus HIV 1) B kpoBu, omnpeaeieHue
antuten kinaccoB M, G (IgM, 1gG) x Bupycy

ummMmyHoepunuta yeiroeka BUY-2 (Human immunodeficiency
virus HIV 2) B kpoBH) eciii HE BBINOJIHEHO MPU OKa3aHUU NPU

MNEPBUYHO ITOMOIIIHU

Jla/Het

Brinonueno uccnenoBanue ypoBHs N-TepMuHanbHoro hparmeHra

HaTpuilypeTndeckoro npomnentuaa mo3rooro (NT-proBNP)

Na/Her

Brimonnena kommnbproTepHas Tomorpadus OpraHoB TPYyIAHOU
MOJIOCTA C BHYTPUBEHHBIM OOJIFOCHBIM KOHTPAacCTHUPOBAHHEM (B
DKCIEPTHOM LIEHTpPE B Clydae, €CIIM HE BBHIIOJIHEHA B

amMOyJIaTOPHBIX YCIOBHUSX)

Jla/Het

Brinmonnena perucTtpanud 3JICKTPOKapANOTrpaMMEblL

Na/Her

Brinonnena sxokapaunorpadus

Na/Her

Brimonmeno HCCICAOBAHNUEC HCCIIPOBOUIMPOBAHHBIX ABIXATCIIBHBIX
00BEMOB U MMOTOKOB (B AKCIIEPTHOM IIEHTPE B ClIyyae, €ClIu He

BBINOJIHEHA B aMOYJIATOPHBIX YCIOBHUSX )

Jla/Het

10.

BrimosnHena uype3BeHO3Has KaTeTepus3alus cepAua MauueHTam ¢
noao3penneM Ha Hannuue JIAT unu XTIJIT qyist noaTBepkaeHus

JAuardo3a U onpeaAcJICHUA TaKTHKU JICUCHUA IIPU HEBO3MOXKXHOCTHU

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

BBIITIOJIHCHUA

11.

BrimosnHena upe3BeHo3Hasi KaTeTepu3alus cepia B COYETaHUH C
CENICKTUBHOW  aHTHOMylbMOHOrpadueir  (y  OONBHBIX €
XPOHUYECKOW TPOMOOIMOOINUECKON JIErOYHON THUIEPTEH3HEH) )
OpU  HEBO3MOXXKHOCTH  BBINIOJIHEHUS JIaHO HANpaBJICHUE B

3KCHepTHBII\/JI LHCHTP [JIA BBIIIOJIHCHUA

Jla/Her

12.

[IpoBeneHa Tepamusi OJIOKAaTOpaMy  KalIbIIMEBBIX  KaHAJIOB—
MPOU3BOIHBIX JAUTHAPONHUPUIMHA UK #AWIITUA3EMA IS JICUCHUS
MalMeHToOB uauonarudeckor, HacieactseHHoit JIAL, JIADT npu
npuemMe JIEKapCTBEHHBIX IpenaparoB npu HAIMYUU

IMOJIOKHUTECIIBHOI'O Ba30OPCAKTHUBHOI'O TCCTA

Jla/Her

13.

[TpoBenenacnenupuveckas crapToBasi MOHOTEpAIHS y AlUEHTOB
¢ JIAT'-BUY, nopromynsmonanbHoit JIAI, mnpu cunapome
OlizeHMeHrepa  (malMEHTaM C  BIEpPBblE  YCTAHOBJIEHHBIM

JIHArHO30M)

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-JIETOYHON KOMOpPOMIHOCTU IMpPOBEACHA HadaibHas
MoHoTeparnus  ADP,  UH®DJ3-5, puonuryaroMm™**  wim

ceJIeKCUImarom™>>

15.

[TpoBenena ockanmanus JIAIcneunduueckoit Tepanuu (Ha
OCHOBAaHMHU AAHHBIX OLICHKU PpHCKa CMCPTHOCTH IPHU OTCYTCTBHU

MCIUIIMHCKHUX HpOTHBOHOK&?»@.HHfI)

Jla/Het

16.

[IpoBenena JieroyHas TPOMOIHIAPTEPIKTOMHUS  TEXHUUECKU
ornepabenbHpM  manueHtaM ¢ XTOJIIT npu  orcyTcTBUM

MEAMIMHCKUX TPOTUBOMOKA3aHUI)

Na/Her

17.

Haznauena cnenuduueckasi Teparnus MaldeHTaM ¢ XPOHUYECKOU
TPpOMOOSMOOINYECKONW  JIETOYHOM TumepTeH3ue B  cilydae
HeonepadeIbHOCTH (pu OTCYTCTBUH MEIUIIUHCKUX

MPOTUBONOKA3aHUM )

Jla/Het
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IIpunoxenue Al. CocraB paGoyeil rpynnsbl 1o pa3padoTke U NepecMoTpy

KJIMHUYECKUX PeKOMEeH Al

1. AsneeB Cepreii Hukonaesua (Mocksa). Poccuiickoe pecriupaTopHoe 00IIecTBO
2. Bap6apam Onwra JleonnnosHa (KemepoBo). Poccuiickoe KapAnoIornieckoe o01mecTBo
3. BamueBa 3apuna ConranoBHa (MockBa). Poccuiickoe kapauosiormueckoe o0mecTBo/

Poccuiickoe MCIUIIMHCKOC O6H_ICCTBO 110 apTepHaHBHOﬁ TUIICPTOHUU

4. Bonkos Anekcanap ButanbeBuu (MockBa). Accouuanus peBMaroioroB Poccuu

5. BecenoBa Tarbsina HukonaeBna (Mocka). Poccuiickoe OOmiecTBo PeHTreHOJI0roB 1
Paguomoros

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

7. I'onuapoBa Haranes CepreeBna (Cankrt-IlerepOypr). Poccuiickoe kapamosiorudeckoe
0011eCTBO

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

xupypros Poccun

9. I'pamoBru Bmamumup BmamumupoBuu (MockBa). Poccuiickoe KapamoJornyeckoe
obmiectBo/ EBpormeiickas accoruarys 1mo cepaeyHo-COCyIUucTor Busyanmsanuu/ EBpasuiickas
accouuanus Kapauoaoros

10. Januno Hukomnait Muxainosud (MockBa). Poccuiickoe kapuosioruaeckoe o01mecTBo /
Poccuiickoe MenuImHCKOe 00IECTBO MO apTepUaIbHOIM THIEPTOHUH

11. Knumenko Anecst Anekcanaposna (Mocksa). Accormaiius peBMarosioroB Poccuu

12. Mapreatok Tamuna BuranseBna (MockBa). Poccuiickoe kapanonoruaeckoe oomecTo/

EBpaSHﬁCKaH acconuanusa KapAnuoJjioroB

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

14. PeokkoBa [apesi BuktopoBua (Cankt-IletepOypr). Poccuiickoe Oo6miectBo SnepHoit
MeIUIUHBI

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

16. CunuupiH Banentun EBrenneBuu (MockBa). Poccuiickoe ObmectBo PeHTreHonoros u
Pannonoros

17. CrykanoBa Onbra BnagumuposHa (Mocksa). Poccuiickoe OOmiectBo PeHTreHoI0roB 1
Pangnoioros
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18. Yazosa Hpuna EsrenbeBHa (MockBa). Poccuiickoe kapauosormueckoe o01mecTBo/
EBpasuiickas acconuanus KapIuoJIoroB
19. UepnorpuBoB HWropr EsrenbeBnu (MockBa). Accomuanus CepledyHO-COCYAUCTBIX

xupypros Poccun

20. [[Imanb AHTOH AnekceeBud (MockBa). Accondanusi CepAeIHO-COCYIUCTBIX XUPYPIroB
Poccun
21. [TapeBa Haranbst AraronbeBHa (MockBa). Poccuiickoe pecipaTopHoe 001IeCTBO

Unens! pabouell rpynmnsl MOATBEPAWIM OTCYTCTBHE (DMHAHCOBOW MOIIECPKKH / KOH(DIMKTA
UHTEpecoB. B ciydae cooOiieHns: 0 HaTMuuu KOHMIMKTa MHTEPECOB, WieH(bI) paboueil rpymms

ObUI(M) UCKITIOUEH(BI) U3 00CYKICHHS PA3JIeNIOB, CBA3aHHBIX C 00JIACTHIO KOH(IMKTA HHTEPECOB.
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IMpunoxenue A2. MeTo0s10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al

[{eneBast ayAMTOPHSI TaHHBIX KIMHUYECKUX PEKOMEHAALINMN:
1. Bpau-xapauosor
Bpau-nynsmonoor

Bpau-peBmatosior

2
3
4. Bpau-aHecTe3U0JI0r-peaHnuMaToJIoT
5. Bpau-cepaedHo-cocynucThIii XUpypr

6. Bpau-pentrenonor

7. Bpau o0mieit npakTuku (CeMeWHBIN Bpay)

Bcenenctsue Toro, uto PKO BxoauT B coctaB EBpomneiickoro obmectsa kapauonoros (EOK), u
wienbl PKO Taxke sisrorcs wieHamu EOK, Bce eBporielickue pekoMeHanuu GopMUPYIOTCS ¢
Y4aCTHEM POCCUMCKUX 3KCIEPTOB, KOTOPBIE SIBIAIOTCS COABTOpPAMM pekoMeHAanui. Takum
o0pa3owm, cymiectBytomue pekomenaanuu EOK orpaxarot o0riee MHEHHE BEAYIIIMX POCCUMCKIX
Y €BPOINEUCKUX KApAUOJIOTOB.

B cBsa3u ¢ atuM (QopMupoBaHME HAIMOHAIBHBIX PEKOMEHIAIMI MPOBOIMIOCH HAa OCHOBE
pexomennanuii EOK ¢ yueTtoM HamuoHaiapbHOW crenu@uku, ocoOeHHOCTeH o0cienoBaHus,
JI€YEeHUs, AOCTYNHOCTH TOW WJIM MHOW MeIMUMHCKON momomu. Ilo 3TOM mpuumHe B Xox€
pa3pabOTKU POCCUMCKUX KIMHUYECKUX pekomennauuii PKO ucnonb3oBanbl MEXTyHApOIHBIC
KJIAacChl TOKa3aHWH DPEKOMEHJAIHiA, IMO3BOJSIONINE OIEHUTh HEOOXOJMMOCTH BBIOIHEHHUS
Te3uca PeKOMEHJALUN U YPOBHU JOCTOBEPHOCTHU JI0OKA3aTENbCTB JAHHBIX KjaccoB (Talmuiiel
A2.1u A2.2).

B Ttex cmyuwasx, xorma B EBpomnelickux pexkoMeHJAlusX OTCYTCTBOBAIM KJIACChl M YPOBHHU
JI0Ka3aTeNbHOCTH, HO MO MHEHHIO HKcreproB PKO naHHBIE TE3UCHl SBISUIMCH KpaiiHe
HE0OXOIMMBIMH J1J1s1 BHITIOJTHEHUS WIIM HA000pOT abCOIIOTHO HE PEKOMEH/J0BaHbI K IPUMEHEHHU IO
skcnepTsl PKO ocHOBBIBasich Ha mnpaBuiaXx (OPMHPOBAHUS KIJIACCOB IOKa3aHUM COTJIACHO
pPEKOMEHIALNUAM €BPONEHCKOro 00IecTBa KapAHOIOroB, CAaMH IPOCTABIISIN KJIACChl U YPOBHHU.
B nannoit cutyaruu o6o3nauenue EOK 3ameneno va PKO — kiacchl 1 ypoBHH, MPOCTaBICHHBIC
skcniepramu PKO.

Kpowme Toro, no6asnena HoBas cucreMa mkan Y/ u YYP s neueOHbIX, peaOMIUTallnOHHBIX,
npopMIaKTHYECKUX BMELIATEIbCTB U AUArHOCTUYECKUX BMemaTenbCeTB (Tabmuubst A2.3, A2.4 u
A2.5), Beenennas B 2018 r. ®I'BY IOKKMII MunszgpaBa PD. Takum obOpa3zom, B TEKCTe
KIMHUYECKUX  peKOMeHJalui, pa3pabarbiBaeMbix d3kcnepramu PKO, oaHOBpeMeHHO
UCTIOJIb30BaHbI ABe mikabl (Taomuier A2.1-A2.5).

HOp}IIIOK OOHOBJICHUS KIMHUYECKUX pCKOMCHﬂaHHﬁ.
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Mexann3M 0OHOBJIEHHS KIMHUYECKUX PEKOMEHAANN MPeyCMaTPUBAECT UX CUCTEMATUUYECKYIO

AKTyaJIM3alliui0 — HE PCKE YCM OAHWH pa3 B TPpU IoJad, a TaKKC IIPU NOABJICHUNU HOBBIX JdHHBIX C

IIO3HUIINH I[OKaSaTeJIBHOfI MCIUIIMHBI IO BOIIpOCaM JHArHOCTHUKH, JICHCHUA, HpO(i)I/IJIaKTI/IKI/I nu

pea61/IJ'II/ITaI_[I/II/I KOHKPCTHBIX 3360J’I€BaHHI>i, HAJIMYUKA 00OCHOBAHHBIX ﬂOHOHHeHHﬁ/SaMeanHﬁ K

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

Taoauna A2.1. Kiaccbl mokazanui corsiacHo pekomenaanusam EBpomneiickoro OomecrBa

Kapanogoros (EOK).
Kitace [Ipemnaraemas
pexomennanuit | Onpenenenue (dhopMynupoBKa AJist
(EOK) MCIIOJIb30BaHUS
Jlokazano WU 001IeNTPU3HAHHO, 4TO
Pexomennosano/
I JUArHOCTHYECKas  IpolLeAypa, BMEUIaTeNbCTBO/ HoKA3AHO
JICYCHUE SBISIOTCS Y PEKTUBHBIMU U ITOJIC3HBIMHU
BonbmmHcTBO JTAHHBIX/MHEHHH B nons3y | LlenecooOpazno
Ila 3¢ (HEeKTHBHOCTH/TIOIB3BI nuarHoctuueckoi | IIpumenars
MPOLIEYPhl, BMEIIATEIbCTBA, JICUCHUS
MoHO
b D¢ dexTuBHOCTH/TIONB3a JUAarHOCTHYECKOU | TPUMEHSTh
MPOLIEAYPhI, BMEIIATEIIbCTBA, JICYCHHUS YCTAHOBIJICHBI
MeHee yOenuTeabHO
JlaHHBIC WK €TMHOEC MHEHHE, YTO JTuarHoctudeckas |He pexomenmyercs
npoueaypa, BMEIIATEIbCTBO, JIeYCHUE | TPUMEHSTH

Oecrione3Hbl/He A(PQPEKTUBHBI, a B psJie CIIy4aeB
MOTYT IPUHOCUTH BPEA

Tadamma A2.2.

YPOBHI/I AOCTOBEPHOCTH [I0Ka3aTE€JbCTB COIVIACHO PEKOMEHAAUMUAM

EBponeiickoro Oomecrsa Kapauosoros (EOK).

YpoBHHU focTOBEpHOCTH JloKa3zarenbeTB (EOK)

A JlanHBIE MHOTOYHCICHHBIX PaHIOMU3UPOBAHHBIX KIIMHUYECKUX
HCCIICIOBAHUM UM METaaHaJIN30B

B JlaHHBIE TIOMy4YeHBl IO pe3yabTaTaM OJHOIO PaHIOMU3UPOBAHHOIO
KIIMHUYCCKOI'O HUCCICOIOBAHUS NI prr[HI)IX HepaHILOMI/IBI/IpOBaHHHX
HCCIIeIOBaHUM

C CornacoBaHHOE€ MHEHHE OKCIEPTOB W/HIM  Pe3ylbTaThl HEOOJBIINX
WCCJICIOBAHUM, PETPOCIEKTUBHBIX UCCIEAOBAHUM, PETUCTPOB
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Taoauna A3.3. llIkana oueHKH YpoOBHe#ll a0cTOBepHOCTH AokazareabcTB (YA) nas

METOA0B THATHOCTUKH (unarnocnmecnmx BMeIlIaTe.]'[LCTB)

Y PacmmdpoBka

1 Cucrematuieckre 0030pbl UCCICAOBAHMA C KOHTPOJIEM pedEepPeHCHBIM METOI0M
WINA CUCTEMATHUYECKUI 0030p paHAOMU3UPOBAHHBIX KIMHHYECKUX UCCIIETOBAHHNA
C IPUMEHEHUEM MeTaaHaIn3a

2 OTnenbHbIe UCCIIEAOBAHMS ¢ KOHTPOJIEM pe(epeHCHBIM METOAOM HJITH OT/IEIbHbIC
PaHIOMU3UPOBAHHBIE KIIMHUYECKUE UCCIIEAOBAHUS U CUCTEMAaTHUeCKue 0030Pbl
UCCIICIOBAaHUI  JIIOOOTO  JHM3aiiHa, 3a MCKIIOYCHHEM PaHIOMHU3UPOBAHHBIX
KJIMHUYECKHX MCCIIEeI0OBAaHNH, C IPUMEHEHUEM MeTaaHaIn3a

3 I/ICCJ'IG,I[OBaHI/IH oe3 IMOCJICA0OBATCIIBHOI'O KOHTPOJIA pe(i)epeHCHI)IM METOA0OM HIIN
HCCICIOBaHUA C pe(i)epeHCHBIM METOJAO0M, HC SABIAIOIIMUMCA HC3aBHUCUMBIM OT
HCCIEAYEMOI'O METOoJa nin HEPpaHAOMU3SUPOBAHHBIC CpPaBHHUTCIIbHBIC
HCCJIICOO0BAaHUs, B TOM YUCJIC KOI'OPTHBIC NCCICAOBAHNA

4 HeCpaBHI/ITeJIBHI)Ie HCCJIICAOBAHUS, OITMCAHUC KIMHUYCCKOTO ClIydas

5 Hmeetcst aumb 000CHOBaHHE MEXaHHU3Ma ILCIZCTBHH HJIM MHCHHEC SKCIICPTOB

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

peaduIMTAIMOHHBIX BMENIATEIbCTB)

Y Pacmudposka

1 Cucrematnueckuit 0630p PKH ¢ npumenenneM meTaananmsa

2 Otnenbubie PKU u cuctemaTrueckue 0630psl UCCle0BaHUM H000r0 Anu3aiiHa, 3a
uckiouennem PKH, ¢ mpumenenneM Meraananusa

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

4 HecpaBHuTenbHble Hccnea0BaHUs, OMMCAHUE KIMHUYECKOTO Cilydas WU CEepHUH

CJIy4acB, UCCIICAOBAaHUA ((CHy‘IﬂfI-KOHTpOHB»

5 HNmeetcs JIMIIb 000CHOBaHHE MCXaHUu3Ma HeﬁCTBHH BMCIIATCIIbCTBA
(I[OKJ'II/IHI/I‘IGCKI/IG I/ICCHGIIOBaHI/ISI) HJIM MHCHUE SKCIICPTOB

Tabnunma A3.S. IIkana oneHkn ypoBHeil yOeauteabHocTH pexomengauuii (YYP) nns
MeTOoA0B NPOPUIAKTUKH, THATHOCTHUKH, JIeYeHUs U peabuantauuu (MpopuIaKTHYeCKHX,

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

YVP PacmdpoBka

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

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

Cnabas pekoMeHaanus (OTCYTCTBUE JOKA3aTENbCTB HAAJIEKAIIET0 KauyecTBa (Bce
paccMmarpuBaeMbie Kpurepun 3(PPEKTUBHOCTH (MCXOMBI) SBISIOTCS HEBAKHBIMH,
BCE UCCIECA0BAHUA UMEIOT HU3KOE METOIOJIOTMYECKOE KAaYECTBO U UX BBIBOJBI 110
WHTEPECYIONIUM UCX0JIaM HE SIBJISIFOTCS] COTJIaCOBAaHHBIMM)
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Ipunoxenue A3. CipaBouHble MAaTEPHAJIbl, BKJIKOYAsl COOTBETCTBHE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

Ta6anna A3.1. CtaproBble 1 MakcuMaJbHbIe 10361 JIAD-cniennduyecknx npenaparos

[Ipenapar CrapTtoBas 103a MakcumanbHas CyTOYHas
JI03UPOBKa

BJIOKaTOpBI KaJIbIIMCBBIX KaHAJIOB

#Hudenunua** [12,15,16] 30 mr x 2 pa3a B IcHb 120-240 mr
#Amnonunua** [12,15,16] 2,5 mr x 1 pa3 B ieHb 15 mr
#Jluntuasem [12, 15,16] 60 mr x 3 pasa B JIcHb 240-360 mr

Awnrtaronuctsl perentopoB dHuporenuHa (CO2KX AHTHrUnepTeH3MBHBIC CpEACTBA JUIS
JICUCHHSI JICTOYHOW apTepUAIbHOW TUIICPTEH3UH)

AmOpuzeHTan** 5 mr x 1 pa3 B 1eHb 10 mr
bozentan** 62,5 Mr X 2 pa3a B JIeHb 250 mr
Marnutentan™* 10 mr x 1 pa3 B 1eHb 10 mr

Wurudutopst J13-5 (GO4BE Ilpenapats ajisi JeueHUs SPSKTHIBHON UCHYHKIIHH)

Cunnenagun 5-10 mr x 2-3 pa3a B geHp | 60 mr

Tananagun 20 mr x 1 pa3 B 1eHb 40 mr

Crumynstop pl'll (CO2KX AHTHrHIIEpTEH3MBHBIE CPEICTBA JUIS JICYCHUS JICTOYHOU
apTepUAIbHOM THIEPTEH3HH)

Puornmryar ** 1 mr x 3 pa3 B ieHb 7,5 Mr

Amnanoru npocrarukinaa — npoctanoubl (BO1AC AHTHarperantsl, KpOMe remnapuHa)

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

Aronwuctsl pererrropos 111 - aronuct perentopos npocranukinaa (BO1AC AHTHarperanTsl, KpoMe TenapiHa)

Cenexcunar** 200 mxr 2 paza 3200 mkr

HpI/IMe‘{aHI/ICZ *I[03a, AO0CTaBJIsIeMad 4€pe3 MYHAUITYK HHTAJIATOPa
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Taoauna A3.2. PacnipenesieHue JeKapCTBEHHBIX NMPeNapaToB U TOKCHHOB B 3aBUCHUMOCTH

OT CTeNeH! PUCKA Pa3BUTHA JIETOYHOM apTepuaibHON runeprensum [6, 11]

OnpeneneHHblil Beposthblit

. AMUHOpPEKC oo Koxaun

. dendrropaMuH o OeHWIPOIIaHOJIaAMUH
Hexchendaropamun AMdeTaMuHOTIOT0OHBIE MTperapaThl
Tokcuueckoe parcoBoe Nurepdepon a u
Maclto ANKUIMpPYIOIIKE CPeICcTBa

oo bendnroopexc (uukmodochamur**, MUTOMUITUH**)

. HazatuHu6** . DKCTPAKTHI TPaBbI 3B€p0O00S MTPOBIPSIBICHHOTO
MertamdeTamuHbI

bozytuan6**

AHTUBUPYCHBIC TMpemapaTsl TPOTHB BHUpPYyCa
rematuta C mpsmoro geiictBus  (ATX
[IpoTuBOBUpPYCHBIC TMpenaparbl s JICUYCHUS
rermatuta C) (copocOyBup™*)

Nunnpy6un (kurtaiickas tpasa Llun-/laif)
Jlmazokcung

Jlepynommr**

Amun N-(6-pennarekcanom)rIuiu-L-
TpunrogaHa

[Tonatuau®

CeneKTUBHBIE ~ WHTHOUTOPBI
(kaphumzomMuo™*)
PactBopuTenu (TpUXIOPITHIICH)

POTEaCOMBI

Tabauna A3.3. OcHOBHBIE (POPMYJIBI VI pacyeTa reMOANHAMHYECKUX MOKa3aTesen

Iloka3arennb

Popmyna

Cpennee JIUIA, MM pT. CT.

(CIUIA + 2*JIJIUTA)/3

Cepneunsiit magexc (CH), 1/mun/m?

MOK/momaas ToOBEpXHOCTH Tesa

JICC, en. Byna

(cpen. JJTA-J13JIA)/MOK

JTIK)

TIII", MM pT. CT. cpen. JJTA-JI3JIA
JIIT, MM pT. CT. JJJTA-13JTIA
VYnapusiii 00bemM jeBoro kemynouka (YO MOK/UCC

Wunexc o0BeMa

JKCJIIYJOYKa

yIIapHOTO JICBOTO

YO JIXK/mmomiank moBepXHOCTH Teja

COKpaIEHHI

IIpumeuanue: JI3JIA — naBneHMe 3aKIMHUBaHUA B JeroyHoi aprepuu, JJJIA — naBineHue B
nerounout aprepun; IJIJIA — nuacronnueckoe AaBiaeHue B jeroyHou aprepuu; JOK — neBbiid
xenynouek, JICC — nerounoe cocyauctoe compotusienne, MOK — MuHyTHBI 00beM
kpoBooOpamienus; C/IJIA — cucronuyeckoe paaBineHue B JeroyHou aprepum; TIIIN —
TPaHCIYJIbMOHANBHBIA TpaaueHt, YO — ymapusiii o0bem, UCC — wyacroTa cepledHbIX
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Taoauna A3.4. BepositHocTh Hasmuusi JII', cBSI3aHHOM ¢ MAaTOJI0OTHel JIeBBIX OTHEJIOB

cepaua
[IpomexxyTouHas
Jlanublie MainoBeposiTHO BEPOSATHOCTH BepositHo
Bo3spact <60 ner 60-70 ner >70 ner
Oxupenue, AT,
THUCIAINAIEMMUS,
HapyIIeHHEe
24 OTCyTCTBYIOT 1-2 >2
TOJICPAHTHOCTH K
TIFOKO3€/CaxapHbIit
nuadeTr
Hamnuwe 3a00JIEBaHUH Her Tla
JIEBBIX OTJEJIOB cep/ia Ja
BwmemarenscTBa Ha
Her Her Ha
cepale B aHaMHE3€e
OubpuILIAIUS [IOCTOSIHHA/
npeacepann OTCYTCTBYECT mapoKCcu3MalibHas NEPpCUCTUPYromai
CTpyKTYpHEIE
PYKTYP Her Her [IpucyrcTBytor
3a00s1eBaHus cepala
B HOpME U
MIPU3HAKU
OKI' neperpy3ku [DK Ymepennas ['JIK BJIHIIT uau I'TDK
Jnnaranus JIIT
(uamekc  oOwbema
JITT >34 ma/m?)
OtcyTcTBUE eK
munatanuu JIIT Bripaxxennsie
HaganpHas HapyIIeHU
9x0KI' py 5
JHacToIHYecKas JIHACTOJTHYECKOM
TUCHYHKITUS byHKIUN JX
muokapaa JOK (pecTpUKTHBHBIN
THII
TPaAaHCMUTPAIBHOTO
MOTOKA)
OrtcyTcTBUE
munatanuu JITT
E/e’ <13
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— DBeicokuit - — YMepeHHO

IloBbmtieHHbIN o
- VE/VCO2 - — [IOBBILLIEHHBIN
VE/VCO;
OtcyTtcTBYET VE/VCO:2
(henomeH
OprocnupoMeTpust (benomen . (dheHomeH
o Harpy304HoOi o
Harpy304HOM . Harpy304HOM
o OCHILIATOPHON .
OCHUJUISITOPHOM OCHUJUISITOPHOM
BEHTHJISAIINU
BEHTUJIALNU BEHTUJIALNU
- I'JIXK
OTtcyTcTBHE — Jlunaranus JIIT
MPT cepaua u y A 1l
MaTOJIOTUH - (mepopmanust wim
MarucTpaJibHbIX COCYOB
JIEBBIX OTIEJIOB OTHOILIIEHUE
cepama JITI/TITT >1)
Taoauna A3.5. Ilunamudeckoe Ha0/oaeHne nauueHToB JIAT
Hcexogao Uepes 3-6 mec. Kaxnpie 6-12 mec. ITpn KMHHYECKOM
nocie Y CTaGWIBHBIX YXy/AUEHHH

KOppeKIUTH OONMBEHBIX '
1

Kmunnueckas onenka (PK)

Tect ¢ 6-MHHYTHO# X0B00H

AHaIH3BI KpOBH
23
(8. NT-proBNP)

OKT

Ox0KI"

1

[Mpumeuanns: Cpokn HaOIIONEHUS TOIDKHBI OBITH CKOPPEKTHPOBAHBI B 3aBUCUMOCTH OT KIMHUYECKOH CHUTYaIlUH,
stronoruu JIAT', kareropun pucka, COMyTCTBYIOIIEH MATOIOTUH.

2

OcHOBHBIE 71a0OpAaTOPHBIE TECTHl BKIIOYAIOT OOMMi (KIMHWYECKUH) aHaiu3 KpoBH pas3BepHyTh, MHO (y
MAlMeHTOB, TOJyYarolUX aHTaroHUCThl BuTamMuHa K), aHaau3 KpoBH OMOXMMHUYECKHH OOIIETEepaneBTUUECKHMH,
WCCIIeIOBaHUE YPOBHs Harpuilyperudeckoro nentuaa mo3roBoro (BNP) wim N-tepmuHanmbHOro (parmenra
HaTpHUitypeTHdeckoro mpormentuaa Mo3rosoro (NT-proBNP)

3

[Hon. naboparopusie anamu3bl (MccnenoBanue ypoBHs TupeorpornHoro ropmona (TTID) B kpoBu, mccienoBanue
ypoBHs TpornoHnHOB I, T B KpoBH, HcciiefoBaHNE YPOBHS TpONOHHHA T B KpOBH, HCCJIEOBaHNE YPOBHS MOYEBOH

KHCJIOTBI, HCCJIICAOBAHHC YPOBHSA IKEJI€3a CBIBOPOTKH KPOBHU, HCCICAOBAHHUE YPOBHSA (beppI/ITI/IHa B KpOBH,
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HCCJIICAOBAHUEC HACBIICHUA Tpchq)eppI/IHa )Ke.]'le30M) MPOBOAATCA B 3aBUCUMOCTU OT KIIMHUYCCKUX 0COOEHHOCTEH

nanyucHTa.

4

HccnenoBanue KMCIOTHO-OCHOBHOI'O COCTOSIHUS M Ta30B KpOBH CJICAYCT NPOBOJAUTDL IPU HadaJbHOM OILICHKE, a MpHu

JUHAMHUI4YCCKOM Ha6JI}O,H6HI/II/I y CTaOUJIBHBIX TIaIMEHTOB 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 BCJICJICTBUE
MaTOJIOTUHU 3a00j1€BaHUN | OOCTPYKITUU
JIEBBIX JIETKUX) JIETOYHBIX
OTJICJIOB apTepuii)
cep/ia)
Kmuanueck | Knuauueck | [lanmeHThl IIpenmymecr | [Ipenmymecr | [laruenTtsl
ue ue Pa3HBIX BEHHO BEHHO pazHOro
MPOSIBIICHUS | IPU3HAKU BO3PaCTHBIX MAIUEHTHI HaIMeHThI BO3pacTta, ¢
TpyIIIL, HO | IOKUJIOTO MOXKHJIOTO OJIMHAKOBOM
MPEUMYIIECTB | BO3pacTa, BO3pacra, BCTPEUAEMOCT
€HHO MOJIOZIble | Ipeo0afaHnu | IpeodsagaHu | bio y
JKEHIIIUHBI. € JKEHCKOTO |€ MYXKCKOro |IalueHTOB
Knunnueckass | mona npu | IoJa. MYXKCKOTO U
KapTUHA CHc®B. AHamHe3 YKEHCKOTI'0
3aBUCUT  OT | AHamHe3 3a0osieBanusa |nona. BTO B
HAINYUs 3a0oneBaHus |u aHaMHe3e
aCCOLMUPOBAH | H kinuHudeckue | (XTIJIT
HBIX KIIMHUYECKHE | TaHHbIE, MOXKET
3a0oJieBaHui/ | JaHHBIE, YKa3bIBAIOIM | BOBHHKATh U
COCTOS HHMM M | yKa3bpIBalOLU |€ Ha | Tpu
¢denorumna € Ha 3a00yieBaHNE | OTCYTCTBUU
IJ10C JIETKHX. BTO B
Yacto aHaMHe3e).
Kypenue B | DakTOphI
aHamHe3e pucKa
XTOJIT
[Torpebnoc |Heuwacro, 3a |Heuacro OO6b1YHO Heuacro;
Th B | UCKIIOYEHUEM UMeeTCs; BCTpEYaeTcs B
KUCJIOPOJE | COCTOSAHUH € qacTo TSOKEBIX
pu Huzkoit DLCO BBIpQXKECHHASI | CIy4asx c
TUTIOKCEMHU | UJTH TUTIOKCEMHUSI | TPEUMYIIIECTB
u BEHOApTepHal MpU TSDKEJION | €HHO
BHBIM IITYHTOM JIT JIUCTATLHBIMHA
MOpaKCHHUSIMH
JIErOYHOMN
apTepuu
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IIpunenpHa T pazmepa 1 pasmepa | [Ipusnaku 1 pa3mepa
S TT/TDK/JTA JITT/JIK napenxumaro | [TIT/TDK/JIA
PEHTTEHOTD Hduddysnoe [Tpusnaku 3HOI'O | kommuectBa
adust obeHeHHE BEHO3HOT'O 3a00jeBaHusg | U pasmepa
OpraHoB nepudepudec | 3acTos B |JIETKUX nepudepudec
IpyIHON KOTO0 JIETKUX, KHUX COCYJOB,
KJIIETKU COCYAMCTOIO | MHTEpCTULIHAI 30HBI
pHUCyHKa BHOTO OTEKA. JIOKAJIbHOM
Coucranue OJIUTEMHH,
IPU3HAKOB nedopmarus
BCHO3HOM U KOpHEM
apTepuanbHOM JIETKUX, 30HBI
JIr THEBMOPUOPO
32 KaK HMCXO[
IIEPEHECEHHBI
X HWHPAPKTOB
JIETKOT0
OB/l (cm. |Otknonenu |B nopme wim |B Hopme miu | OTkionenuss |B Hopme umum
Cnucox s1 OT HOPMBI | HEOOJIbIINE HeOOoJIbIINE OT  HOpPMBbI, | HEOOJbIINE
COKpallleH! | Ipu OTKJIOHEHUS OTKJIOHEHUS TSKECTh OTKJIOHEHUS
i) CIIUPOMETP KOTOPBIX
ullccnenos | uu/uc 3aBUCUT  OT
aHue CJIEJJOBaHU OCHOBHOTO
KHCJIOTHO- u OB/ 3a00JIeBaHUS
OCHOBHOT'O JETKUX
COCTOSIHUSA
u ra3oB
KpPOBHU
cocraBa DLCO Hopmanenast | Hopmanbnas | Yacto ouennr | Hopmanphas
apTepuaib WIN CO | MJHu CO | HM3Kas WIN co
HOM KpOBU CHU)KEHHEM CHU)KEHHEM (<45% OT | CHUXKEHHEM
JIETKOM/CpeiH | IerKOH/CpeiH | TOJHKHOTO Jerkoit/cpenx
el  cTemeHu |ell  CTemneHW, |3HAYEHHUs) €l CTeneHn
(aM3KO0€ O0COOCHHO TP
3HA4YCHHE CHc®B
DLCO  mpm
CCH-JIAT,
JIBOb u
HEKOTOPBIX
dbenoTumnax
NJIAT)
Hccenenosa | I'a3oBblii
HUE COCTaB
byHKIIH apTepuanbH
BHEIIIHETO | O KPOBH
nbixanus 1 | PaO HopmansHoe |HopmanbHoe | CHMKEHO Hopwmainsnoe
aHaIu3 2 WJIA CHIDKEHO | FIITH CHUYKEHO WJIA CHIDKEHO
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ra3oBOTO PaCO CHuxeHo 0OBIYHO B | CHmwxkeHo, B | HopmanbHoe
cocraBa 2 npenenax npenenax WM CHUXKEHO
apTepualb HOPMBI HOPMBI  WJIH
HOM KpOBU MOBBILICHO
(mpomomxe
HUE)
DXoKapauo ITpusnaku JII' | [Ipusnaku IIpusnaku JII' | IIpusnaku JII'
rpa ¢us (moBeimennoe | [TJIOC (yBenmuuenue | (yBeIuueHUE
CHJIA, (CHu®B, CHJIA, CHJIA,
YBEJIMUCHHUE CHc®B, pa3MepoB pasmMepoB
[TI/ITK), KJIallaHHbIE MITTIDK) [I/TDK)
MOTYT OBIThH nopoku) u JII'
BIIC (oBBILLIEHHOE
CHJIA,
BO3MO>KHO
yBEJIMYEHUE
pa3MepoB
[TIT/TTX)
Cumnrurpa |Ilnanapuas |Hopma  wum |Hopma  wim |Hopma wnm | HecoorBercTB
bus nerkux |— B/IT | coorBerctBue | B/I1 B/ ne nedexToB
OOOKT B/I1 nedekToB | cooTBEeTCTBHE |COOTBETCTBUE |mepdy3uu U
BEHTUJISIIIUH
KT [Ipuznaku JII' | IIpu3Haku IIpuznaku JedekTsl
OpraHoB i JIBOb [J10C, MapEHXMUMATO | BHYTPUCOCY
rpyAHOU 3aCTOMHBIX 3HOTO UCTOTO
MI0JIOCTH U3MEHEHHI B | 3a00JIeBaHUS | HAITOJHEHHUS,
MKK, JII JIETKHX, MoO3andHas
Jr nepdysus,
paciiipeHue
OpOHXHMATIBHBI
X aprepun
[Tpuznaku JII'
Dprocnupo VYBenuuenue He6onbmioe Hebonpmmoe CunbHbIN
MET pHsI yIia HaKJIOHA |TIOBBIIICHHUE MOBBIIICHUE | HAKJIIOH
VE/VCO Hakiona VE/ |HakigoHa VE/VCO
2 VCO VE/VCO 2
Huskoe P |2 2 Huskoe P
CO,co |Hopmamsuoe | HopmamsHoe co ,
ET P CO, P CO, |co
2 ET ET ET
CHUYKEHUEM BO 2 2 2
BpeMs MOBBIIIAIONIEE | C CHIDKECHHEM
buznueckoit csl BO HOBBIILIEHUEM | BO
Harpy3KH BpeMs BO BpeMs
bez EOV buznueckoit BpeMs ¢buznueckoi
Harpy3Kku ¢u3nueckoil | Harpy3Ku
EQV Harpy3ku bes EOV
Karerepusa [Ipexammmsp | M3omupoBann | [Ipexammsp | [Ipexanumisp
A Has JIT asa Hasa JII' Hasa JII
MPaBBIX MOCTKATMILISIP
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OTEIIOB Hal, 6o
cepama KOMOWHHPOBA
HHHAas

IOCT-
/mpeKanuIuIsp
Has JII'

[Tpumeuanusi: CHc®B -cepaeuHas HEIOCTATOYHOCTh C COXPAaHEHHOH (pakmmel BuIOpoca;
CHu®B- cepaeyHas HEIOCTaTOYHOCTh C COXpaHEHHOW ¢pakuueil BweIOpoca; CJJIA-
CHUCTOJIMYECKOE JaBJICHHE B JieroyHou aprtepuu; BTD- Benosnas tpombGoambOomus; XTIJII -
XpoHHUYECKass TpomOo3MmOonmueckass JjeroyHas runeprensus; DLCO- mguddysmonnas
CIIOCOOHOCTBH JIETKUX JUIsl MoOHookcuja yriepona; Illl-mpaBoe mnpeacepaue; IDK-mpassiii
xkemynodek; JIA-nerounas aprepust; JII'- nerounast runepren3us;PaO;z- napuuanbHOE 1aBIeHUE
kuciopona; PaCO2- mapruansHOoe naBieHue yriaekucioro raza; PETCOZ2- maprumansHOeE
JaBJICHHE YTJIEKHCIOrO ra3a B KoHIle Bbinoxa; EOV- ¢eHoMeH ocHuuisToOpHON HArpy304HOM
BeHTwsnun;, VE/ VCO2- BEeHTHISIMOHHBIA SKBUBAJICHT MO yriekucioMmy razy; WIIAT-
uaronaTHIecKas Jerounas aprepuanbHas runeprensus; [1JIOC —npu3Haku nopakeHus JIeBbIX
otnenoB cepana; JIBOb- neroynHas BEHOOKKIIO3WOHHAs OOJIC3Hb;, B/IT O®OKT-

BeHTI/IJ'IHI_[I/IOHHO-HGp(l)y:%I/IOHHaH O,Z[HO(I)OTOHHaSI OMHUCCHUOHHAasA KOMIIbIOTCPHAA TOMOFpa(l)I/IH

Ta6nuna A3.7. Pekomenganumn no 3¢pdextuBaoctn JAI'-cnennpuyeckoii MoOHOTepanuu

(JIAT'- I'pynna I)

YposeHnn yOeIuTeNbHOCTH 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 |C A3

brokaTops! KaablUEBbIX KaHAIOB) *
I A Al b C

AmOpu3eHTaH A Al C3
AHTaroHUCTHI I A Al b C C3
penenTopos bo3enran A Al
9HJ/IOTEITMHA
IB A2 IbC C3
Marurentan IB A2
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Wuruburopsr A Al IIbC C3

dbochoamdcrepazsl  Cunaenadun A Al
5 Tuna
Tanmanapun I A Al I A Al b C3
C
CrUMyIATOpEL IB A2 IIbC C3
Puonuryar 1B A2
I'yaHWJIATIIMKIIA3bI
ATOHHCTBI C3
penenTopos Cenexcunar IB A2 IB A2 b C
POCTAIUKIIHA

* Ilpu MOJOXUTETBHOM TECTe Ha Ba3opeakTuBHOCTh Yy OonmbHbIx WJIAI/HIIATL, JIAT-n/T -

MMPOU3BOAHBIC JUTUAPOIIMPUANHA NI AUJITHA3€EM B MAKCUMAJIbHO ICPCHOCHUMBIX O03axX

Taoauna A3.8. Pekomenaanun no 3(p(peKTUBHOCTH MOCI€A0BATEIbHO KOMOMHUPOBAHHOM

JIAT cneun¢puueckoii tepanuu (JIAI rpynma I) *

®K II BO3
Tepanus
YVYP EOK YVYP EOK VPP
EOK
pp101 p210 YA
Marurentan** B 1onoaHeHHE K UD/II-5 IB A2 IIaC B2
IB A2
Puonuryat** B nonosHeHe K 6ozentany** IB A2 IIaC B2
IB A2
Cenexcunar®* B JIOMOJHEHHE K AP w/mam Ao IB A2 IlaC B2
HDID-5
Wnonpoct** VHTAISIIUOHHBIN B IIbB B3 IIbC C3
IIbB B3
JIOTNIOJTHEHHE K O03eHTaHy **
Wnonpoct** IIbB B3 IIbB B3
WHTAJIAIIMOHHBIN IIbC C3

B OOIIOJIHEHHE K

173



MAallUTCHTaHy

17001

amOpu3eHTany**

AMOpuzeHTan** B nomnonHenue Kk U®AI-5 IIbC C3 IIbC C3
WM PUOLIUTYaATY 1bC 3

Manurenrag** | IIbC  C3 | IIbC | C3 IIbC  C3

B JOIOJIHEHUE

K pHOLUTYaTy

*x

Puoruryar ** IIIB A2 1B A2 IIIB A2
B JIOIOJIHEHUE

K UDJ[D3-5

Ta6nmuna A3.9. Pexomengauum mno 3¢ (eKTHBHOCTH CTAPTOBOl KOMOMHHPOBAHHOM

JIATI cnennpuyeckoi tepanuu (JIAI rpynma I) *

Tepanus

YVYP EOK VYVP EOK VPP

EOK

YA YA YA
ADP B  coueTaHMH C - - IIbC B3
cuigeHapwioM + HOID-5 [TaC B3
WJIA PUOLUTYATOM
Puonuryar mwim HPAI-5 B - - - -
COYETaHUH C ADP  wim I1bC Cc3

CCJICKCHUIIarom
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HU®II-5/puonnryar B COYETAaHUU C

AJP u HHIraJILIHUOHHBIM -

WIIOTIPOCTOM

ITaC B3

ITaC B3

Taoauna A3.10. BoimosiHeHue cTaHjaapTa 00C/ael0BaHMsI B 3aBHCUMOCTH OT YPOBHSA

MeIMIMHCKOT0 YUpeKIeHUs
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'YpoBeHb
HanMmeHOBaHNE METUIIMHCKOMN YCIIyTH MEIULINHCKOU
'Yposens MCII OpraHu3anuu
Peructparnus 351eKTpoKapIuorpaMmbl .
[lepBuuHas PernoHanbHbIA
X0JITEpOBCKOE ~ MOHHUTOPUPOBAHHME  CEPACYHOTO
puT™Ma [IepBuuHas IPernoHanbHbINA
[IpunenbHas peHTreHorpadus OpraHoB TIpyIHOU
KJIICTKH [lepruHas PernonanbHbI
Y 1pTpa3BykoBOE UCCIIEI0BAHME OpraHoB
6pIOIHHOfI I10JIOCTHU (KOMHHGKCHOC) HepBHqHa;{ IPervnonaabHabIi
[TepBuuHas /
Dxokapauorpadus .
CHCHHAIN3UPOBAHHASA |PernoHaIbHbIHA
Dxokapauorpadus YpecluIeBOHAS Crnenuanu3upoBaHHas [PernoHanbHbIN
KommnbroTepHo-Tomorpaduieckas aHruorpagus
JIErOYHBIX COCYI0B
Crnenuanu3upoBaHHas [PernoHanbHbIN
PernonanbHbIN/
CuuHTUrpadus J1erkux neppy3moHHas .
Cnennanu3upoBadHasi [PKCIIEPTHBIM LCHTP
Cumnturpadus  nerkux  neppy3uoHHas B
COUETaHUH co CIMHTHUTpaduen JIETKUX
BCHTHIALIMOHHON Criennanu3upoBaHHas [JKCIEPTHBIA LEHTP
Koponaporpadus (p1 HaIMYUK OKa3aHUH)
Cnernnanu3upoBaHHas [PernoHanbHBIN
AHTHOrpadus JIErOYHOW apTepuH CeleKTHUBHAs PernonanpHbIi/
(aHruomynbMOHOTpadusl) Crienuanu3upoBanHas PKCICPTHBIA LEHTP
CranmapTHoOe J1abopaTopHOE 00CIeIOBaHNE [eppuunas PernonanbHb
OrnpeneneHne aHTUTeN
kiaccos M, G (IgM, 1gG) «k Bupycy
uMMmyHoehuuTa denoseka BUY-1, (Human . N
. - . epBUYHAs .
immunodeficiency virus HIV 1) B kpoBu; P PernoHaabHbII
CrHelralIn3upoBaHHAas
onpezeneHue aHTUTen K Bupycy rematuta C u
[NOBEPXHOCTHOMY QHTUTEHY
(HBsAg) renarura B
VIMMYHOIOTHYECKHIE TECTbI Crnenuanu3upoBaHHas [PernoHaIbHBIN




["eHeTHYecKOe 00CIIEIOBAHUE

(DKCIIEPTHBIN LIEHTP

IPernoHaabLHbIA

(OKCIIEPTHBIN LIEHTP

(DKCIEPTHBIN LIEHTP

PernoHaibHbIN/
OKCIIEPTHBIN LICHTP

DKCIIEPTHBINA LIEHTP

(DKCIEPTHBIN LEHTP

Criennaian3upoBaHHas

lccnenoBanus YpOBHS N-TepMHUHATIBEHOTO
(parMeHTa HaTpUIlypeTHYECKOro INponenTuiaa (Crenuani3upoBaHHas
Mo3roBoro (NT-proBNP) B kpoBu
lccnenoBanue HECTIPOBOIIMPOBAHHBIX
TbIXaTeNbHBIX 00BEMOB U IOTOKOB, UCCIIEIOBAaHHE

N Crenuanu3upoBaHHas
¢ Gy3MOHHON CITOCOOHOCTH JIETKUX
[TonucomHorpaduueckoe ucciae10BaHue Crieranusuposarsas
bponxockonus C IIUTOJIOTUIECKUM
MCCIIETOBAaHUEM JIaBAXKHOM YKHJIKOCTH Crienuanu3upoBaHHas
MaruutHo-pe3oHaHCHass ToMmorpadusi cepiia u
MaruCTpaJbHBIX COCYIOB Crnenuanu3upoBaHHas
Upe3BeHO3HAs KaTeTepu3alus cepama CrienuamusuposanHas
OprocMpoMeTpHs Crienan3upoBaHHAs
Ponopaspeierme Crienranu3upoBaHHas
Xupypruueckrue BMeIaTeabCTBa Chienuan3upoBanHas

(DKCIEPTHBIN LIEHTP

DKCIIEPTHBIN LIEHTP

DKCIIEPTHBINA LIEHTP
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IIpuaoxenue b. AJropurmsl aeiicTBMH Bpa4ya

PI/IcyHOK 1. AJ'[l"OpI/ITM JUATHOCTHKH JIETOYHOH THIIEPTCH3UN

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' (UJIAI, HJIAT, JIAT' npu npueme JeKapcTB

/TOKCI/IHOB, pe3uayajibHasi JIAI mocie KOPPECKIHUH MPOCTHIX CUCTEMHO-JIET0OYHBIX IIYHTOB,

W AT + 06wue meponpuatra (Knace |)
w// [warkos JIAT nogTeepipeH B SKCNEPTHOM LieHTpe S A ST— |
BasopeaKTuBHbIA TecT OrpuuaTensHbiA

[ BKK B Bbicokmx fosax }

[MamMonaTueckan/ Hacnegyeman,

ACCOLHMPOBAHHAR C NPUEMOM
CrpaTuduKauua prcka vepes 3-4 meq
Huzkmit l TPATHQHIGIHA pe NeRapCTB M TORCHHOB /AT

MpOMERYTOHHbIH/ | BbICOKMA
"pOADﬂH(KI'I: JNEYeHHe P T /
BKK 8 BLICOKMX fo3ax Jekanauma ]

NAT-CneyndHYeCckoil TRpanHi

MonoMuTentHbin

J

MaumenTsl 6es cepaedHO-NEroyHoil } NawMeHTsl ¢ ceppeiHo-nerouHoi komopBugHocTbto 3
KomopbugHocTk Bce Kateropuw pucka
CTpaTHMEALMA pUcka l l
i A
Huakui MpomemyTO4HbIA l Bbicokmit J
A ; v '
l l i ‘ Craprosas moHoTepanua:
\ " P - NOO3-5 unn AIP
HavansHas MowoTepanua 3 CraptoBan AgoitHan Craproan TpoiiHas
PaHKsA nocnegoBaTenbHas KOMBMHUpOBaHHaA WOMBHHNPOBaHHaA
KOMBHHMPOBaHHaA Tepanisa 2 Vepania \ Tepanua

[ HabtogeHHe M perynapHan oLgHKa pHcka
— L N
[ Huaxuii } ‘ TlpomexyTouHeii J [ BbICOKHit

l ' [ oo

K BbI6Opy AansHeriwei Tepanuu

WHAUsHayanbHbIR nogxos J

PaCCMOTPETE EONPOC © NPOEEREHHH TPHOCENTOCTOMAM
'
Jamennme W f [lo6GaBuTh WHr. MNonpocT wau

AoGasw thagexadina JamenuTs cenexcunar* ua war.
cenexchnart® wa i Mnonpoct** * wan
pHoupryar® \_ 3aMeHmTL cHneHadun Ha puounryat ** N

[ npn.qnmum, NeyeHue }

Hanpaenexwe na Tx nerknx 1

JIAT'-C3CT

[Tpumeuvanus: 1. Ilepopanbnas JIAI-cneunduueckas tepanus (ADP, UDJII-5, puonuryart,
CEJIEKCHIIAr)

2. Pemenue Bompoca 00 »ockamanuu Tepanud udepe3 3-4 Mec. I OICHKHU

PE3yJIbTATOB JICYEHUS

3. Hanuuue tpex u 6osee (pakTopoB prcKa MAaTOJIOIMHU JIEBBIX OTAEIOB cep/ra
(apTrepuanpHas TUMEPTOHUS, caxapHbli nuaber 2 Tuma, WMBC, oxupenue, Gubpuuisius
npecepanii) TN HATMYHe MaTooruy Jierkux B couetannu ¢ DLCO <45%

4. B ciiy4ae BbIpa)KEHHBIX HEXKEJATENIbHBIX SIBJICHMS BO3MOXKHA 3aMEHA WJIONPOCTA

Ha ceJjekcunar**
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Pucynok 3. AJropurM AMATHOCTHKH XPOHHYECKOH TPOoMO03MOOJIMYECKOl Jero4Hom

THIIEPTeH3UH U XPOHUYECKOH TPOMO03IMO0/1n4eCcKOoi 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 IOMOIBIO CUUHTUIPA(UHU JIETKUX NepPY3MOHHOM MM CUMHTUTPAa(UU JTIETKUX
nep¢dy3uonnoii B couerannu ¢ KT opraHoB rpyaHoi# monoctn wiu anruorpadueil JeroqHoi
apTepun CeneKTHBHOW (aHrmomyinbMmoHorpadus); ** Ilpumsnaku XTOJII/XTOBJI mnpu
SProCIUpPOMETPUH: OrpaHuueHue (uznyeckol paboOTOCHOCOOHOCTH M HApyLIEHHE JIETOYHOM
nepdysun (cumkenre PETCO2, nossitienue P(a-ET) CO2, EQ Oz, EQ COa, nakion VE/VCO>

w P (A-a) O); *** Koponaporpadus npu HATMYUK OKa3aHHA.
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PucyHnok 4. AJroputm JieueHus1 XPOHUYECKOM TPOMO0IMOOTHYECKOMH JIETOYHOM

runepren3uu [12]
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Ipunoxenue B. Uudopmanus 11 naumeHra

JlerouyHast TUIIEPTEH3USL — 3TO COCTOSIHUE, IPU KOTOPOM MPOUCXOIUT MOBBIILICHUE AaBICHUS B
cocylax JIETKMX B pe3yjbTaTe pa3HOOOpasHbIX NpUYMH M 3aboneBanuii. Hambomee wacrto
nerounas runeprensus (JII') pa3BuBaercs Ha (oHE MCXOAHO CYHIECTBYIOLIUX 3a00JIeBaHUN
cepaua, JIErkKuX, TPOMOOTHYECKUX COCTOSHUN M CHUCTEMHBIX 3a00JeBaHHil COEAMHUTEIHHON
TKaHd. bonee penkuMu mpUYMHAMHM I8 BO3HUKHOBEHUsA JII' SABISIIOTCS XPOHUYECKHE
3a0oneBanus nedeHn W BUY-undexnus. OgHako OBIBAIOT CUTyallMH, KOTJa HE YAAaeTcs
o6HapyxuTh npuuuny JII', m B Takom ciyudae JII' Ha3bIBalOT WMIMOMATHYECKOW JIETOYHOM
aprepuanbHoi Tuneprenzuei (JIAT).

Cumnromatuka JII' Hecneunpuyna u 0OBIYHO XapaKTEPU3YETCS OIBIIIKOW MpH (PU3HMUECKUX
Harpyskax, KOTopasi Iporpeccupyer co BpeMeHeMm; o0mieil cnabocteio, cepaineduenneM. boim B
TPYAHON KJIETKE, TOJIOBOKPYKEHHSI M CHUHKOMAJIbHBIE COCTOSIHUS MpH (U3MUYECKON Harpyske
ABIIAIOTCA KpailHE HeOJaronpusiTHBIMU CHMITOMaMH. A TOSBIEHHE OTEKOB HIKHUX
KOHEYHOCTEH, yBeIMuYeHHe B 00bEME >KMBOTA, HaOyxXaHHE M IyJbCalUsl BEH IIEU SIBISAIOTCA
IIPU3HAKAMU TSDKEJIOW HEJOCTATOYHOCTH IIPABBIX KaMep CepAla U CBUIAECTENBCTBYIOT O JAJIEKO
3aleaei craauu 3a00aeBaHmsl.

JIAT BcTpeuaercs y nroaei Bcex BO3pacToB, Pac, Kak y My>KUMH, TaK U y )KEHIIUH. Bpauu pa3HbIx
CIENUATBHOCTEN MOTYT IMAarHOCTUPOBaTh U JieunTh JII'. OO0beM uccienoBanuii, BIOIHACMbBIN
npu JII, mocrarouHo OONBIION M BKIIOYAeT B CeOS TPEKIE BCEro 3XOKapauorpaduio,
uccienoBanre (QyHKIUU JIETKUX, KOMIBIOTEPHYIO TOMOTpaduIi0 OPraHoOB TPYTHOU TMOJOCTH C
BHYTPHBEHHBIM OOJIOCHBIM KOHTPAaCTUPOBAaHUEM, YJIbTPa3BYKOBOE HCCIIEIOBaHHE OpPIOITHON
MOJIOCTU (KOMIUIEKCHOE) W BBIMOJIHEHHE Pa3HOOOpA3HBIX HCCIENOBaHUM KpoBU. BrisBienue
npuuuHel JII' MoxeT nmoTpeboBaTh KOHCYJNbTALlMK Bpaya-IyJIbMOHOJIOTA, Bpadya-peBMaroiora,
Bpaua-uHpeknnonucra. OgHako HauOOIBIINK OMBIT B BeJleHUH manueHToB ¢ JII', mpexe Bcero,
UMEIOT Bpauu-KapAHOJIOTH, B OCOOCHHOCTH padOTaloNIie B CIEIMATN3UPOBAHHBIX IIEHTPaX, TIe
CYILLIECTBYET BO3MOKHOCTH BBINIOJIHEHHS 30HJIMPOBAaHUS Kamep cepAalla — HccleAoBaHusd, 0e3
KOTOPOT'O0 HEBO3MOKHO MOCTABUTh OKOHYATEIBHBIN JHMArHO3 W ONPEJCIUTh TAKTUKY BEICHUS
6ompHOTO ¢ JIT'.

[TpuHIMIUATBHO BBIACIAIOT TpU BapuaHnTta JII' ¢ pa3nuuHbIME HUQpaMu JaBICHHUS B KaMepax
Cep/ilia U JITOYHOW apTepuu: MpeKanuuIsipHas (apTepualibHast), HOCTKAMWIUISIpHAst (BEHO3HAs ) U
cMellaHHas (apTepuaibHas + BEHO3Has) JieroyHas runepreH3us. (OxapaKkTepu3oBaTh
TEMOJIMHAMUYECKUN BapUaHT BO3MOXHO TOJBKO BO BpeMsl MPOBEJCHUS WHBA3WBHOT'O METO/a
UCCIEIOBAaHUS — 30HAUPOBaHUS Kamep cepaua. JlaHHoe ucclenoBaHHE — SIBISIETCS

MNPUHIUIIHAIBHBIM  KaK JJId BepI/I(bI/IKaI_II/II/I caMoOro JuarHo3a JIETOYHOMH THIICPTCH3UU,
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YCTAQHOBJICHUsI €r0 THMA, TaK M JUIsl ONpPEeNIEHUs] BO3MOXKHOCTH Ha3HAYeHMs OJOKATOpPOB
KajblMeBbIX KaHaoB win JIAT-cmenumguueckux mnpenaparoB (cM. CHHCOK COKpameHHH).
Hanuune BeHO3HOM (TOCTKANWILISIPHOM ) JIEFOYHON IMIIEPTEH3UU SBISETCS IPOTUBONOKA3aHUEM
Ui HasHaueHus JIAT-crenuduueckoil Tepanuu, MOCKOJIbKY aCCOLUMUPOBAHO C yBEIUYEHUEM
TOCIHUTAIN3ALUN ¢ HApACTaHUEM IIPU3HAKOB CEPACYHON HEJOCTATOYHOCTH U CMEPTHOCTH.

JIAT", B 3aBUCMMOCTHU OT 3THOJIOTMH, MO>KET BOSHUKATh B Pa3IMUYHOM BO3PACTE U Pa3BUBATHCSA C
Pa3IMYHON CKOPOCTBIO: KakK IIOCTENIEHHO, Ha (hOHE NPEACYIIECTBYIOMETr0 3a00JeBaHMS
(BpOKAECHHOTO MOpPOKa ceplua, CKIEpOIEepPMUH, MAaTOJOTHH JETKUX U T. [.), TaK U JOCTATOYHO
CTPEMHUTEIbHO Yy THauuMeHTa Oe3 BHJIUMBIX IMPUYMH, KaK 3TO IPOUCXOAUT B clydae cC
uauonarudeckou JIAT .

Y4uuThIBast, 4YTO OJBIIIKA TPU (PU3MUECKON HATPY3Ke SBJISAETCS OJHUM M3 OCHOBHBIX CUMITOMOB
JIErOYHOM runepTeH3uu, nanuenty ¢ JII' notpedyercs nepecMoTpeTh eKeAHEBHYIO (PU3HUECKYIO
AKTUBHOCTB. BOJIBIIMHCTBO NMALIMEHTOB, )KUBYIIUX C JIETOYHOM TMIIEPTEH3UEN, HAXOAT, 4YTO UM
CTaHOBUTCS HE 110 CHJIaM TOT aKTUBHBIN 0o0Opa3 *HU3HHU, K KOTOPOMY OHHU NpHBBIKIU. Clenayer
OTIPENIeNIUTh TPHOPHUTETHl B BOIPOCAX, TPEOYIOMUX OBICTPOrO pPEHICHHUS, a TaKkKe B JIeNax,
KOTOpBIE MOTYT MOJOXKAaTb. JTO MOMOXET CKOHLEHTPUPOBATHCS Ha BaXKHBIX 3anayax. Llemn
JIOJDKHBI OBITh PEATMCTUYHBIMU JUIS BBIIOJIHEHUS, a BpeMs JJIs UX PELICHHUS — JOCTATOYHBIM.
3a0naroBpeMEeHHOE IIJIaHUPOBAHHUE NOE3/10K U JOCTATOYHOE BPEMS II03BOJISAT HE TOPOIIUTHCS U HE
ycyryonsaTs cumntoMsl JII'. BoJIbIIMHCTBY MAIIMEHTOB CO BPEMEHEM PUXOAUTCS OCTaBUTh PaHee
BBINOJIHSAEMYIO PabOTy U UCKaTh 0oJiee JEeTKYIO.

B Hacrosiee BpeMsi HE yCTaHOBJIEHO, KaK BIMAIOT (U3NUYECKUE YIPAKHEHUs Ha MPOrHO3 MpHU
JIero4yHoM runepreH3uu. He cymiecTByeT ompezeseHHbIX MpOorpaMM JiedeOHON (U3KYIbTYpPBI
MMEHHO JJisl MalMeHTOB C JIETOYHOM apTepHalbHON runepreHsueil. OO0beM TOMyCTUMBIX
Oe30macHbIX (U3NYECKUX HArpy3o0K OINpeAesseTcss MOcie BCECTOPOHHEro O0CIelIOBaHMs B
skcniepTHOM LeHTpe JIAIT Bpauom-kapauonorom-crnennanucroM no JIAI. CopeBHOBareabHbIE
BUJIBI CIIOPTA, MOIBEM TSKECTEH HexenarenbHbl s narueHToB ¢ JIAI. B OGonbmmHcTBE
ciIy4aeB 00beM JOMYCTUMON (DPU3UYECKON HArpy3KH OMpeAesaeTcss CUMIITOMaMU 3a00J1eBaHus.
Kpome Toro, o6cyxieHre GU3nUecKux Harpy30K BO3MOKHO TOJIBKO Y MAIMEHTOB, HAXOIAIINXCS
Ha ontumanbHOW JIAT-cneuun¢uyeckoil Tepanuu HpU OTCYTCTBUM TaKHUX CHMIITOMOB, KakK
TOJIOBOKPY>KEHUS / MOTEPH CO3HAHMS, HApYIICHHUS pPUTMA, KPOBOXapKaHbE, OTEKH HIKHUX
KOHEYHOCTEM.

HeoGxonuMo cnenoBaTh ClEIyIOIMM TMpaBWiiaM, YTOOBl HE HAHECTH BpeA: 3aHATHE
($U3nUEeCKUMHU YIIPAKHEHUSIMH HEOOXOIUMO OCTAaHOBUTH MPH MOSBICHUN TaKMX MPU3HAKOB, KaK

o0miass ciaboCTh, YCTAJIOCTh, OIIYIIEHUE CAABIUBAaHHUS B TPYJHOM KIETKE, YYallleHHOIO
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cepAueOreHns, TOJOBOKPYXKEHHUS WIM UYPEe3MEPHOH OABILIKA. Mexay yhnpakHEeHUSIMU
UCTIOJIL3YHTE TOCTATOYHOE BpeMs I BOCCTaHOBIeHUs. M30eraiiTe pu3nueckoll akTHBHOCTH Ha
YJIMIIE IIPU HU3KOM WM BBICOKOM TEMIIEPAType, BEICOKOU BIIAKHOCTH.

[TaueHTam C JIEro4HOM apTepHalbHOW I'MIIEPTEH3MEH HEKelaTesbHbl NpeOblBaHUE B CayHE U
JpyTue BUJbI THIPOTEPAINHY, a TAKXKE MaccaXX M (pU3noTepaneBTUYECKHE BO3ACHCTBUS.
[TanmenTam ¢ JeroyHOU apTepUabHONW TUIIEPTEH3UEH HEKeNlaTeNIbHO MPeObIBaHNE B YCIOBHIX
BbICOKOTOpbs (0osiee 2000 M HaL ypOBHEM MODSI) WU 3aHATHS TaBUHIOM.

JKenarenpHo, 4TOOBI WICHBI CeMbH M OJU3KUE ApY3bs ObLTM WHMOpMUpOBaHBI Bamu 00
umeromemcs y Bac 3a6oneBanuu. [lonnepxka 6J1M3KUX Kak B ObITOBOM, TaK M IICUXOJIOIMYECKOM
OTHOILIEHUH MOXXET CYIIECTBEHHO OOJIETYUTh €KETHEBHYIO Harpy3Ky U SMOIMOHAIBHOE OpeMs.
OOpamieHye 3a NOMOLIBIO K MEAMIMHCKOMY IICHXOJIOTY, aKTHBHOE Y4acTHE B TIpynmax
HOJJIEP)KKHM TMAIEHTOB MOTYT IOJIOKUTEIbHO NOBIMATH Ha NpuHATHE Bamu 3a0oneBaHus,
aJlaNTalliIoO K HEOIIPEIEICHHOCTH, CBSI3aHHOU € CEPbE3HBIM XPOHUYECKUM YIPOKAIOIINM KU3HU
3a0o0JeBaHNEM, U KOHCTPYKTUBHYIO COBMECTHYIO paboTy C JeyaiuM BpauoMm.

[TaruenTKkaM € JIETOYHOM apTepUAIbHOM TUIEPTEH3UEW NPOTHBOINOKAa3aHa OEpEeMEHHOCTb,
YUUTBIBasl BBICOKUH PHUCK MAaTE€PUHCKOM CMEPTHOCTM KaK BO BpeMsi O€peMEHHOCTH, Tak U B
II0CJIEPOAOBOM Hepuofe. Jlaxke B cilydae yCHEIIHOIO POJOpa3peIlCHUs TEYCHHE JIETOYHOU
apTepHaJIbHON TMIIEPTEH3UHU CYILECTBEHHO YXY/IIAETCs MOCie pojopaspelieHus. bepemMennas
NAalMeHTKa C JIETOYHOH apTepHajbHOM THUIEPTEH3HEW JOJDKHA OBITh MPOKOHCYJIBTHPOBAHA
BpadyoM-KapauoJsiorom-criennanucroM no JIAI' skcrnepTHOro nepuHaTalbHOIO IIEHTpa Kak
MOYKHO OBICTpee ¢ MOMEHTa BBISBICHHS OCpPEMEHHOCTH Ul OINpENesIeHUs] TAKTUKU BEICHUS.
Cnenyer umerb B BHUAY, 4TO OoJbIIMHCTBO mpenapatoB JIAI-cnenuduyeckoil Tepanuu
CIIOCOOHBI BBI3BIBATh YPOJACTBA M aHOMAJIMU pa3BUTHA Yy miona. Tem He MeHee, 00beM JIAT -
cneunduyeckoi Tepanuu BO BpeMs OEPEMEHHOCTH OIpeNeNaeTCsl TSKECThI0 3a00JIeBaHus U
pHCcKOM JieTanbHOCTH. [10CKONbKY Tpy/JHOE BCKapMIIMBAaHUE SIBIIIETCS OOJBIION HArpy3KoH, To
PEKOMEHIyeTCs ITOAABJICHUE JIAKTAL[MH Y MTAIUEHTOK C JIETOYHOM apTepUabHON TMIIEPTEH3UEH.
Ecnn 3ammaHupoBaHO ONEpaTMBHOE BMEUIATENbCTBO, HEOOXOJMMa KOHCYJbTAIUs Bpaya-
Kapauosora-crienuanucra no JIAI' B skcnieptHoM 1ieHTpe. BakHO OHMMATh, 4TO pELIEHUE O
1eJ1IecO00pa3HOCTH, CpOKax, MeTojax o00e3001MBaHus JOJDKHO MPUHUMAThCS KOMaHJIOM
CIEIHMAJINCTOB, KOTOpas BKJIIOYAeT Bpadya-KapuoJora, Bpaua-peaHriMaToIora-aHecTe31uosora u
HENOCPEICTBEHHO ONEPHUPYIONIETo Bpaya-xupypra. [Ipeanoyrenue otnaercs perioHapHOH, a He
oOmeit anecte3uu. [1o BoamMoxkHOCTH narueHThl ¢ JIAT TOKHBI HAPaBIATHCS I BBITOTHEHHS

IJIAHOBBIX OINCPATUBHLIX BMCIIATCIIBCTB B KPYITHBIC SKCTICPTHBIC LICHTPLI JIT.

183



[Tanmentsl ¢ JIAI' 4yBCTBUTENBHBI K BO3HMKHOBEHHMIO ITHEBMOHHMH, KOTOpPAas MOXET CTaTh
OpUYMHOW CcMepTH. PexomeHayeTrcss NpoOBOAWTH BaKIMHALIMIO TIPOTUB BHpyca TpUIINA,
nHeBMOKOKKa, SARS-Cov2. HckimoyeHneM MOTYT OBITh MAIMEHTHl C  CHUCTEMHBIMU
3a00JICBaHUSMH COCTMHUTEILHOM TKaHu 1 BUY-undekuen, pemnenre o BaKIIMHAIIMHN Y KOTOPBIX
JIOJIKHO MPUHUMATBHCS C YYETOM AKTUBHOCTU OCHOBHOM ITATOJIOTMU BpauaMH-pPEBMATOJIOTaMU U
BpadaMu-UH(PEKIIMOHUCTAMHU.

[Ipu JII' Her kakux-1uOO CHEIUATBHBIX TUET WIM MPOIAYKTOB, KOTOpPbIE MOTYT YCYryOUTb
00J1e3Hb.

[Ipu nosiBneHnu oTeKOB y nanueHToB ¢ JIAI' cieayer orpaHu4YuTh YIoTpeOaeHne TOBapeHHOU
COJIA U KOJUYECTBO BBINMBACMOW KUIAKOCTU. IToBapeHHass COib CONEPKUT HATPHUM, KOTOPBIU
perynupyer OallaHC >KHIKOCTH B opranm3me. Korga copepikaHue >KMIKOCTH B TKaHAX
YBEJIMYUBACTCS, 00bEM KpPOBU TaKXKe YBEIMUYMBAETCS, UYTO COMPOBOXKIAETCS YBEIUYCHHEM
Harpy3ku Ha cepaue. JlomycTumblii 00BbEM  BBIMMBAEMOW KUAKOCTU  OMpeeseTcs
VHMBUAYaAJIbHO JIEHallluM JTI0KTOPOM, HO Yallle BCETO HE JI0JIKEH MPEBbIIIaTh Oosiee 2 TUTPOB 3a
CYTKH.

Jlist HopManu3anuu BOIHOTO 0ajgaHca MOTYT MOMOYb CJIEIYIOIINE COBETHI:

Crnenyetr u3MepsaTh KOJIMYECTBO BHIITMBAEMON KUAKOCTH B TEUEHHUE CYTOK, 10 KpallHEeW Mepe B
TEYEHHUE TIEPBBIX HECKOJIBKUX HENleNb. J[Ba TUTpa *KUJIKOCTH PABHSIOTCS B CPEAHEM 8§ UallIKaM.
CyT1ibl, MOPOXKEHOE, JKeJI€ TAKXKE JOHKHBI OBITh MOCYUTAHBI KaK KHIKOCTH. Y BEIMYCHHUE Beca —
OJIMH W3 TMEPBbIX 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 CBOETO Bpaya.

[Ipu mosiBIEHNN UK BO30OHOBJICHUH TOJOBOKPYXKEHHUS HIIA MOTEPh CO3HAHUS MPU (PU3UUECKHUX
Harpy3kax, KpOBOXapKaHbs,  BO3HUKHOBEHHH MPHUCTYNOB  CepAleOMeHuss  Cleayer
He3aMeIUTEIHHO COOOIIUTE 00 ITOM JieyalieMy Bpady.

[TonpoOHO Ha Bce BOIPOCHI, CBA3aHHBIE C TUATHO30M «JIETOYHask TUIIEPTEH3U», 00pa30oM KU3HU
Y JICUCHUEM, MOKET OTBETHTh Bpay — CIEIIUATKCT 10 JIETOYHOU TUTIEPTEH3UH.

B Hacrosmiee Bpems HeT JiekapcTBa, n3neunsaromiero JII'. OqHako cymecTBYIOT cienuduueckue
npenaparsl, CO3/IaHHbIE CIIEHUAIBHO IS MAIIMEHTOB C JIETOYHON apTepHallbHON TUIIEPTEH3UEH.
PerynspHeiii mpueM TaHHBIX MPEMapaToOB MPUBOAUT K CHIDKCHHIO JIETOYHOTO COCYJIUCTOTO
COIPOTUBIICHUS U YITyUIIIEHUIO HAITOJIHEHUS KPOBBIO JIEBBIX KAMEpP CEp/ilia, YTO COMPOBOKAAETCS
YMEHBIIIEHHEM OJBIIIKA U YBETUYCHHEM TIEePEHOCUMOCTH (U3MUYECKUX Harpy3ok. Bpau,
ABISIONIUICS criennanucToM 1o JII', mogOupaer aiekBaTHOE COCTOSTHUIO MallMeHTa JieueHue. Bee

IMaIMCHTHBI C JIT PAa3HEBIC, ITIOTOMY HO)I60p TEparu OCYMCCTBIACTCA HHANBUAYAJIBHO.
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[Tanmenty ¢ ycraHoBieHHbIM amarHo3oM JIIT mokazaHo TmatenapbHOE aMOyJIaTOpHOE
HaOmoseHue. Yacrota BU3WUTOB 3aBUCUT OT HCXOAHOIO COCTOSHUS NAIlMEHTa U MOMKET
BapbupoBaTh OT 1 Mecsma ¢ MomenTta crapra JIAI-cnmeundudeckoit tepanuu (cMm. Crmcok
cokparieHui) 10 3—6 mecsneB. TpeOyercs peryJsspHbIA MPUEM JIEKapCTBEHHBIX IPEnapaToB
CTPOTO B COOTBETCTBUU C PEXKUMOM JieueHUs. B ciiydyae mpuema ITuypeTHKOB — €XKETHEBHBIH
KOHTpPOJIb Beca W Juypesa, Baphapura** — MHO exemecsiuHO, IpU TpUEME aHTaroHUCTOB K
peuentopam sHumorenuHa (ATX  AHTuarperanTel KpoMme renapuHa) (0o3eHTaH**,
amMOpu3eHTaH**) ©KEMECSYHBIA ~ KOHTPOJIb  MEYEHOYHBIX TECTOB (aHAIM3  KPOBH
OMOXMMHYECKH 00IeTepaneBTUYECKUi) 1 KOHTPOJIb YPOBHS TeMorio0uHa uyepe3 3 mecsia ¢
MOMEHTa Hayajia Tepanuu.

Jlerounas aprepuanbHas TUIEPTEH3UsI HE SBISETCS MPOTHUBOIIOKA3aHUEM JUIsl aBUAIIEPEIIETOB.
Opnako malMeHTaM ¢ HHU3KOHM carypauuei mo kuciopoay B mokoe (<92% mno naHHBIM
MyJIbCOKCUMETPUN)  IIesIeco00pa3Ho  HH(DOPMHpPOBATH aBHAKOMIIAHHIO O  BO3MOXHOU
MOTPEOHOCTH B KUCIOPOIHOM MOIEPKKE BO BPEMsI aBUAIIEpEIIeTa.

Bcem manmenTtaMm, cOBEpIIAIOIIMM aBHAINEPENIEThl B APYTUe CTPAHbI, BAXKHO UMETh UMETh IpU

cebe MCIAUTHUHCKUC NOKYMCHTBI O INArH03¢€, MCCTOHAXOXKICHUU OMMIKAMIIIEr0 MECTHOTO OCHTpa

JII', KOHTaKTHOW MH(POPMALIUH C HUM.
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Hpuaoxkenue I'1-I'N. llIkajabl oneHKH, BOMPOCHUKHU U IPyrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIANUAX

Hpuioxkenne I'l. Ouenka pucka* y nanueHTOB JIeTO4YHOM apTepPUaJIbHOI rUnepTeH3nei

OpurunansHoe HazBanue (ecnu ectb). Comprehensive risk assessment in pulmonary arterial
hypertension (three-strata model)

Hcrounuk (oduimanbHbiii caiT pa3paboTUYMKOB, ITyOIHMKALNs C BaJIUIAIUeH ):

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): IIKajia OLIEHKU

Hasnadyenue: KOMIIIIEKCHAsI OLIEHKA PUCKA y MMALIMEHTOB JIETOYHOM apTepUaIbHOM TUIIEPTEH3UEN

Copepxanue (111a0I0H):

Cpennuii puck Breicokunii puck >
[TapameTpsl pucka Huzkwuit puck <5%
5-20% 20%
——
Knunnueckue
pU3HAKU
HET HET it}
MIPABOXKEITYAOYKOBOM
CH
—
IIporpeccupoBanue
HET MOCTETIEHHOE ObICTpOE
3a0051eBaHUS
Cunkore HET penkue MOBTOPHBIE
OK (BO3) I, 11 Il 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/mMuH/KT 1 5mu/mMuH/KT 1 1my/MuH/KT
VE/VCO2 < 36 VE/VCO; 36-44,9 VE/VVCO2 > 45
BNP<50uT/™M11/ BNP 50-300ur/m1/ 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-

cMm2 26cm>
cM2
OtcyrtcTBUE He6onbroi
. IIepukapauanbHbIi
BBITIOTA B | NepHUKapIuaTbHBIN
OxoKT' /KT/MPT* BBITIOT
nepuxape BBITIOT
TAPSE/CIUTIA
TAPSE/CIIJIA TAPSE/CIIJIA
<0,19 mM/mMMm PpT.
>0,32 mm/mm pr. | 0,19-0,32 mm/MM pT.
CT.
CT. CT.
——
HAIIT <8 mm pr.ct. | AIII 8 -14mm pr.ct. | AT > 14 wmm
CU>25n/mua/m2 | CHU 2,0--2 4 | pr.ct.
UBKC
SvO2 > 65% 1/MuH/M? CU < 2,0 n/mMmuna/M2
Sv0O2 60-65% Sv02 < 60%

IInmomane IIIT >26

IIpumeuanusi: B nporokosne MPT cepana cienyromue napaMerpsl yKa3blBalOT Ha HU3KHUU,

CpeIHMH, BBICOKMH PHCK JeTalbHOCTH- ¢pakuusi BeiOpoca IDK >54%; 37-54%; <37%

2 2 2
cooTBeTcTBEeHHO, YU >40 mur/M | 26-40 Mir/m ; <26 MII/M ; HHIEKC KOHEYHO-CHCTOINYECKOTO

2 2
obwvema 1K <42 mu/m ; 42-54 mu/m ; >54 mur/M2 cooTBeTCTBEHHO [12].

Kitou (uaTepmperanus): B camoit Tabmuiie

IIpuaoxenne I'2. lkana ouenku oabIKU no bopry

Ha3zBanne Ha pyccKOM sI3bIKe: IIKanda CYOBEKTHMBHOM OILICHKH TMEPEHOCUMOCTH (HU3HUYECKOM
Harpy3ku (mkana bopra) (Borg scale)

OpurunanbHoe Ha3Banue: Borg rating of perceived exertion scale (RPE scale)

HUctounuk  (opuuumanbHbIl  caliT  pa3paboOTYMKOB, MyOiMKamus C  BajduAanuein):
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 (MOMYEepKHYTH): MIKAJIA OLEeHKH

Hasnauenue: cyObeKTUBHAS OLIEHKA IEPECHOCUMOCTH (PU3HUECKON HArPYy3KH

Copnepxanue: IlaneHT mosydyaeT MHCTPYKIMHU IO OIICHKE OJIBIIIKM BO BpeMs (pusmueckoi
Harpy3ku: oT 0 0aJIJIOB - CIOKOWHOE JIBIXaHKe, HET OLYIICHUS OJBIIIKY U aajee - 10 10 6amios,

Koraa OAbIIIKa MaKCHMMaJIbHa.

bamn BripakeHHOCTBH OBIIIKH
0 OTCYTCTBYET

0,5 OYeHb, OYCHB cllabast (eaBa 3aMeTHas)
1 OYeHb cadas

2 ciabas

3 yMEpeHHast

4 Oouee TKENas

5 TsOKEeIIast

6;7 O4YEeHb TsDKeIast

8:9 O0YEeHb, OUEHD TsDKEIas
10 MaKCHMaJIbHast

Kurou (I/IHTepHpeTaHI/Iﬂ)I IpOBOAUTCA CPABHCHUEC C PE3YJIbTATAMU TECTA, IPOBCACHHOI'O PAHEC

(1o Havana Tepanuu, Ha (poHe Tepanuu U T.1.)
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